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HEPEJIIK CKOPOYEHb
AJITIC — ayToimyHHuii nimdorpomidhepaTUBHUN CUHIPOM
AT — aHTHTIIA
I'A — remoniTH4HA aHEMis
I'K — DJIIOKOKOPTUKOI U
I'-6-®O/II" — mmroko30-6-hocdarneriaporenasa
BOO3 — BcecBiTHS opraHi3ailisi OXOPOHH 310POB’ S
BEb — Bipyc Enmreitn-bapp
I'JI — rocTpuit neiko3
I'JUT — roctpuii nimpobracHumii neiiko3
I'MJI — roctpuii MieoOnacHU JIEWKO3
JIA — nedinuTHA aHEMis
JABC — cuHIpOM JUCEMIHOBAHOTO BHYTPIIIHBO CYIMHHOTO 3TOPTaHHS
3AK — 3arasibHMi aHaIII3 KPOB1
3J1A — 3amizofedinuTHa aHeMis
IIT — icTuHHA TTOMIATEMIS
II'X — iMyHHa ricTOX1Mis
ITII — imiomarnuyHa TPOMOOIIMTOIICHIYHA aHEMIs
KM — kicTKOBHIT MO30K
KII — konbopoBuli MOKa3HUK
JIAII — nimpanenonaris
JIb — mimdoma bepkita
JIB — nimdaruuHi By31u
JII'M — nimMdorpaHynboMaTo3
JIAT" — makTaTaerigporeHasa
JIOM — nimdoma 3 KIITIH MaHTIi
JIL — mimdouutu
M/IC — MmienoaucIIacCTUIHUN CHHIPOM
MIII — Mi>kHapOIHUNA TPOTHOCTUYHUH 1HAEKC

HXJI — HexomxkkiHnchKa TiMpoma



OLK — 06’ eM 1IupKyIH0I04901 KPOBI

[IXT — moni ximMioTepanis

CCr — criagkoBuit cheponuTos

CUYB — cucTteMHHi1 YepBOHHI BOBYAK

XJUI — xpoH14HMM JTIMPOLUTAPHUIN JTEIKO3
XMM — XpOoHIYHHIA MIETOIIUTAPHUAN JIEHKO3
IMB — nmutomerainosipyc

II3E — mBUAKICTH 3C1AaHHS EPUTPOLIUTIB

IMEPBUHHUM KOHTPOJIb 3HAHD 3 MOAYJISA
«TEMATOJIOTI'TS»

1. AHeMis - 11e 3aXBOPIOBAHHS, JJIS SIKOTO XapaKTEPHO

2. Hamucaru HopManbHUM aHAI3 KPOBI

3. Bka3aTu noka3HUKHU reMOoIo0iHy B 3aJI€KHOCTI B1J] CTYIIEHS TSXKKOCTI aHeMIi _
4. ki anemii OyBarOTh 3a KOJIpHUM TMOKa3HUKOM? MloTro po3paxyHOK

5. dns 3amizonedinuTHOI aHeMii B aHaIi31 KPOB1 XapaKTEPHO

6. SIk1 3a1130BMICHI IIpenapaTy BU 3HaeTe?

7. dns B12 1 ¢ponieBoaedinuTHOT aHEMIT B aHaJIi31 KPOB1 XapaKTEpHO

8. Jls11 reMoITHYHOT aHeMil B aHai31 KPOB1 XapaKTePHO

9. Buau remodizy 3a MEXaHi3MOM PO3BUTKY

10. XapakTepHi KIiHIYHI CHHAPOMHU JUIS JICHKO31B (IepepaxyBarH):

11. TocTpuii n1elKo3 - 1€ MyXJIMHA KPOBOTBOPHOI CUCTEMHU 3 (SIKUX KIIITUH?)

12. XpoHniuHuii 1iM(ONEHKO3 - MyXJuHA 3 (IKUX KIITUH?)

13. KinituHHU#M cKi1aa KpoBi 1 KICTKOBOTO MO3KY IIPH XPOHIYHOMY MI1€JI0JIEHKO31

MPEACTABICHUN

14. OCHOBH1 CUHAPOMH MI€JIOMHOT XBOpOOU

15. IlepepaxyiiTe 3aXBOPIOBAaHHS, IPH SIKUX MOXYTb 3yCTPIYAIOThCS BTOPUHHI

CPUTPOIIUTO3H:

17. JlimdpaneHomnarisa xapakTepHa Jyisl HACTYITHUX 3aXBOPIOBaHb:




IIVTAH ITPOBEJIEHHSA 3AHATDH

. ImmuBinyansHa pobota 3 mamieaTamu. Kypaiiist iX 3 mucbMoBUM
OOTpyHTYBaHHSM JI1arHO3Y I10 KOXKHIM Temi

. OnuTyBaHHS TIO TEMi 3aHSTh.

. Hamucanns 1 po36ip aHamniziB nepudepruaHoi KPOBI MO TEMI1 3aHSTh.

. TecT BUX1IHOTO PiBHS 3HAHb.



1. IEPIIE IPAKTUYHE 3AHSTTS
AHEMII

AKTyaJIbHICTH NPo0IeMH

B ocHOBiI po3BUTKY aHEMIUYHHUX CTaHIB JIeXkKaTh PI3HI MATOJOTIYHI MPOIIECH.
AHemii, y OLIBIIOCTI BHUMNAJKIB, € BTOPUHHUMH 3aXBOPIOBaHHSAMHU. Tomy 1 cClijJ
po3MIsAaTH B KOHTEKCTI /10 OCHOBHUX 3aXBOPIOBaHb. Y psiil BUIMAIKIB aHEMIi
BUpa)KEHI MOMIPHO, B IHIIUX BHUMAJKaX aHEMIYHUN CUHJPOM Yy KJIIHIYHIN KapTHHI €
IOPOBIIHUM 1 OOYMOBIIOE TPOrHO3 3axBoproBaHHA. KokHa Qopma aHemii, Kpim
3arajJbHUX CUMIITOMIB, Ma€ CBOI YHIKaJbHI 1 cierudiuHi o3HakH (AediluT 3ai3a mpu
330 DIUTHUX aHEMIAX, 1HQEKIINHI YCKIaJHEHHS NpHU alyIaCTUYHINA aHeMii,
reMopariyHuii Ta 1HOII BUAU aHeMid). B 3B'A3Ky 3 UM cBo€4yacHa JiarHOCTHKA
aHeMid 1 BUSBJIEHHS 3aXBOPIOBaHb, SKI X BHUKJIMKaId, a TaKOX MHUTaHHS
npOo(UTAKTUKY Ta JIKyBaHHS MAOTh YK€ BaXKJIMBE 3HAYCHHS.

HaBuaJjabHi uiji ajs cTyneHTiB
° HABYHUTH PO3Ii3HABATH OCHOBHI CUMIITOMU 1 CHHAPOMU IIPH PI3HUX BHUIAX
aHeMiil. ['(pamoTHO 310paTu aHaMHe3 3 JIeTaTi3aIli€0 CKapr y MaIll€HTIB,;
° 03HAMOMUTH 3 METOJIAMH JIOCJIIJIPKEHHSI, SIK1 3aCTOCOBYIOTHCSI JIJIs JIIarHOCTUKHU

aHeMii. [TokazaHHs 10 1X BUKOPUCTAHHS 1 JIarHOCTHYHA LIHHICTh KO)KHOT'O METOAY;

° HABYHMTH TPAKTYBaTH PE3YJIBTATH 3araIbHOTO aHaJIi3y KPOBI IPH PI3HUX BHUIAX
aHeMIH;
° BMITH BUOHpATH CXEeMY JIIKyBaHHS 1 IIATPUMYBaJIbHY Teparito.

TecTn BUXiZTHOTO PiBHS 3HAHb CTYIEHTIB 32 TEMOI0 «AHEMii»
1. Toctpa mocTremopariuia anemist — I1e:

A. I'imepxpomHa

B. HopmoxpomHua

C. I'imoxpomHa

2. AHeMis — Iie Bce mepepaxoBaHe, OKPIM:

A. 3MeHIIICHHS B OIUHMIT 00’ €MY KPOB1 KIJIBKOCT1 €pUTPOIIUTIB

B. 3MeHuienHs B oquHuLI 00’ €My KPOBI piBHS TeéMOITIO0IHY UM €pUTPOLIUTIB
7



C. 3MeHIIIeHHs KIJTbKOCTI IIUPKYIIOI0Y0i B OpraHi3mMi KpoBi

D. 3MeHIlIeHHs B OAUHHUII 00’ €MY KPOBI BMICTY T€éMOIIO0IHY

3. NimoxpomHa aHemis — 11e:

A. AHeMmii, TIpu SKUX JI03pIBaHHS €PUTPOIUTIB BIJICTAE B CHHTE3Y TeéMOIIIO0iHA
B. AHewmii, npu SIKMX CUHTE3 reMOITI001Ha BIJICTAE BIJI JO3PIBaHHS €PUTPOLIUTIB
C. AHewmii, K1 3B’s13aHi 3 OPYIIIEHHSM CUHTE3Yy TemMa

D. Anewmii, siki 3B’s13aH1 3 IOPYILICHHSIM CUHTE3Y INI001HA

4. JIns aHemii SIKOTO BUAY XapaKTEPHO 1A€pONEHIYHUN CUHAPOM?

A. Meranob6mactHoi

B. 3anizonedinutHoi

C. I'imommactuyHO1

D. I'emomniTu4HOi

5. SIxa OCHOBHA MPUYMHA PO3BUTKY A€PIIUTY 3ai3a y YOJOBIKIB:

A. XpoHiuHI 3aXBOPIOBAHHSI

B. KpoBoTeua 3 IUTyHKOBO-KHIIIKOBOTO TPAKTY

C. ®izionoriyHa BTpara 3aiisa

D. AnimenTtapauii hakTop

6. SIka OCHOBHa MPUYUHA PO3BUTKY A€PIIUTY 3ai3a y KIHOK:

A. Tlopymenns ¢pyHKIIT BCMOKTYBaHHS 3aJ1i3a

B. Brpara 3aiiza npu MEHCTpyaJIbHHX BTparax

C. BaritHicTb

D. AnimenTtapHuii ¢pakrop

7. B sixoMy 1HTepBaJll MOXKE KOJIMBATUCS KOJIbOPOBHM MOKA3HUK MPU
3aImi307eIUTHIN aHeMiT:

A. 0,96-1,15

B. 0,86 1 Hmx4ue

C. 1,12-1,15

D. 1,16-1,21

8. CuaeponeHiuHnui CHHIPOM TIPH 3a1130A€PIIUTHIN aHeM1i TPOSBISIETHCS BCUM

nepepaxoBaHUM, OKPIM:



A. CnabkicTio, 3a11aMOPOYCHHSIM, TUc]ariero

B. TpodiyanMy MopyImIeHHSIMH, IPUCTPACTh 10 HE3BUYAHHUX MPOITYKTIB XapuyBaHHS
C. YpaxxeHHSIM LIEeHTPAJIbHOI HEPBOBOI CHCTEMH

D. I'mocutom

9. [1aTonoriyHi 3MiHM B KJIITHHAaX KpoBi 1ipu B12-nedinuTHoi aneMii moB’g3aHi 3:
A. TlopynierasiMu B MeMOpaHi €pUTPOIIUTIB

B. IlopyuieHHsIM yTBOPEHHSI TAMUIUHY

C. CynpecuBHUM BILJIMBOM 301JIBIIICHOI CEJIE31HKU HA KIIITUHU-TTONEPEAHUKH
epUTPOIIOE3Y

D. IlopyiieHHSIM OOMiHY JKUPHUX KUCIOT

10. Y MmoxkniuBa KOpeKIIis e(iuTy 3ami3a JIETO0:

A.Tak

B. Hi

C. MOXJIMBO CIIOKMBAHHS MPOAYKTIB POCTUHHOTO Ta TBAPUHHOTO TTOXOXKEHHS
D. MoXnI#uBO CIIOXUBaHHS MPOIYKTIB POCITHMHHOTO MTOXOKEHHS

11. OcobnuBOCTI JeMKOrpaMu Mpu MeranoOnacTHIA aHeMil:

A. Mono1uTo3, 1iM(}OINUTO3

B. TI'iranTtchbki, 1eHKOMNEHIs, METaJI00IaCTOUTHICTD SIAEP JIEUKOIIUTIB,
noJiicerMeHTosAIepHi HeUTpodim, HeHTPoPiITHO3

C. bazodinis, neKonuTos

D. Eo3unodinis

12. KaptHa KpoOBi pU MErayo0IacTHINA aHEeMIi:

A. Eputpo61acTo3, HOpMOXpOMisi EpUTPOLIUTIB, JIEHKOLIMUTO3

B. Meranonutu, rinepxpoMis i MORKUTOIUTO3 €PUTPOIIUTIB, TIMepCerMEHTaITIs
HEUTpaJbHUX IPAHYJIOIUTIB, TAHIIUTONCHIS

C. Mikpocdepouurtos

D. He#iTpod 1603, rinepxpomisi EpUTPOIUTIB, OJ1acTeMisi, MOHOITUTO3

13. B sikomy iHTepBaJli KOTUBAETHCS KOJHOPOBUH TOKA3HUK MPU KIACUIHOMY
nepebiry B12-gedinuTHiil anemii:

A.0,92-1,15



B.1,1-1,4

C. 0,89-1,04

D. 0,82-1,05

14. Cumrtom, sIKUM HAaWOUIBIIT YacTO 3ycTpiyaeTbes npu B12-nedinuTHil aHeMii:
A. Miokapaut

B. I'mocut Xantepa

C. Exctpacucrodis

D. Intoxcukaris

15. Kapruna kpoBi npu Aedinuti GoraieBoi KUCIOTH:

A. I'inoxpomist epUTPOLUTIB, PETUKYIOLMTIICHIS

B. I'imepxpomist epUTPOIUTIB, MAKPOITUTO3, MAKPOAHI30IIMTO3

C. PetukynonuTo3, MiKpOaHi30IIUTO3, TPOMOOIIMTO3

D. PeTukynonuTos, MiKpoaHi30LH1TO3, TPOMOOIIUTO3

16. Slki 3axBOprOBaHHS HAUO1IBIIT YACTO MPUBOMAATH /10 PO3BUTKY
¢osieBo-aedIUTHOT aHEMI]?

A. T'enatutu

B. Tpomniuna criipy, pe3eKiiisi YaCTHHU TOHKOTO KUIIIKIBHUKA, IIeJT1aKis
C. Bupaskoa xBopoba 12-naniil Kuiku

D. EaTepoxkonitu

17. KapTtrna kpoBi Ipu HaOyT1i FreMOIITUYHIN aHEeMIl:

A. IIpucKopeHHs1 IIBUIKOCTI OCITaHHS €pUTPOLIUTIB, HAaHIIUTOIIEHIS, IET€HEPAaTUBHI
3MIHH JICUKOIUTIB

B. [TomipHa makpouuTapHa aHeMisl, aH130-, TOUKIJIOLMTO3

C. I'imepTpoMOOIIMTO3, TIITOXPOMHA aHEMis

D. PetukynonuTo3, HOpMOXpOMHA aHEMisl, TIOMIPHUN JIEHKOITUTO3

18. OCcHOBHI KJIIHIYHI1 O3HAKU BPOJIKEHOT MIKPOC(HEPOIUTAPHOI aHEMII:
A. AneMis, )KOBTyXa, 30UITBIIICHHS PO3MIPIB CEJIE31HKH, MEUIHKH

B. Cninenomerantisi, ;k0BTyXa, MakpOILMTapHa aHEMIs

C. Anewmis, mienoHePpuT, ypakeHHs KICTOK CKeJIeTa

D. [HTOKCHKALIMHUN CUHIPOM, MAKPOIIUTApHA aHEMIsI, TeTaTUT
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19. MopdomnoriuHa kapTuHa KPOB1 TIPH TIMOTUIACTUYHIN aHEeMii CKIa1a€ThCs 3:
A. TpomOonuTOMnEHis Ta JIEUKONEH1s 3 BIAHOCHUM JIIM(POILIMTO30M, HOPMOXPOMHA
aHemist

B. TpombonutoneHisi, HOpMOXpOMHa aHeMis, JTiMdOTIeHis

C. ArpanynonuTo3, aHeMisl, PETUKYJIOIIUTO3

D. HefiTpomnenis, rimoXxpoMHa aHeMisi, HOpMaJIbHHI PIBEHb TPOMOOIIUTIB

20. B sxomy iHTepBalli KOJMBAETHCS KOJILOPOBUI MOKA3HUK MPU Ay TOIMYHHIM
TEMOJIITUYHIN aHEMIi KOJTMBAETHCSI B MEXKI:

A. 0,92-1,02

B. 0,82-1,05

C. 0,76-0,82

D. 0,55-0,64

Ilpasunsvni ionogioi:

1 -B, 6 —-B, 11 - B, 16 - B,
2-C, 7-B, 12 - B, 17-D,
3-B, 8 -C, 13- B, 18- A,
4 -B, 9-B, 14 - B, 19-A,
5-B, 10 - B, 15-B, 20-B.
1.1. 3BMICT TEMH
AHeMiss - TMAaTOJOTIYHMM TpOLeC, SKUH XapaKTepU3yeThCS 3MEHILIEHHSIM

MOKa3HUKIB KUIBKOCTI €PUTPOLMTIB 1 KOHIIEHTpAIlli reMOIIo0iHy B OJMHHIIN 00'eMy
KpPOBI, @ TaKOX PO3BUTKOM TiIMOKCiI TKaHWH opraHizmy. HopmaibHUM BBa)aroTb
piBeHb TeMoro0iny y kiHOK- (120-145) r / 1, y wonosikiB (130-164) r/ 1, KIIbKICTh
EPUTPOLUTIB y XiHOK - (3,7-4,7) 1012 r / 11, y wonoBikiB (4 -5) 1012 r / n. Huwxkus
Me)Xa HOPMATHUBHOTO TOKa3HHKAa T'€MOMIOOIHY y BariTHHMX, 3a JaHUMHU BCECBITHBOI

oprasizailii OXOpoHH 3710pOB'a, cTaHOBUTH 110 r/ 1.

1.1.1. Knacudikauis anemii
Homenknarypa anemiit mo MKX-10

[Bceceimns opeanizayis oxoponu 300pog’s, 1992]
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Hozonoriuna gopma anemii 41 CHHAPOMY:
3anmizonedinuTHa aHeMis

B12-nedinurHa anemis
®domnieBogedinuTHA aHEMIs

Hedinut mmoko30-6-pocdarneritporeHazu
Tanacemii

CeprnonoaiOHa-KIITHHHA aHEMIs
CnaakoBuit MikpochepoIuTos
CnaaxoBuit €11 TOIUTO3

CnaaxoBuii CTOMaToOMTO3
I'emormoGiHomarii iHII

IMyHHI reMOJIITUYHI aHEMIi
[Tapokcu3maapHa HiYHA TeMOTTI00IHYPisI
[TapuianibHa 4epBOHOKIITUHHA arljiazis

AruiacTU4Ha aHEMIA

AHeMis NPU TOCTPUX JIEHK03aX 1 XPOHIYHOMY

MI€JIOJIEHKO31

Anewmist nipu dimdonporidhepaTUBHUX 3aXBOPIOBAHHSIX

Anewmis npu XHH

MinoaucriacTHIHUN CUHIPOM:
Pedpakrepna anemist 6e3 cuiepooacTiB
PedpakrepHa cunepobiacTHa aHeMis

PedpakrepHa aHemis 3 HaJIMIIIKOM OJIacTiB

Pedpakrepna anemist 3 HAIJIUIIIKOM OJIACTIB 31

TpaHCchopMaIIiero

Pedpakrepna anemis He yTOUHEHa

Koo MKX-10

J150

751

1152

7155

7156

1157

J158

J158.1

J158.8

J158.2
J159.0, J159.1
7159.6

160

7161

7163

1163.0

7163.0

7163.9

7146.0
T146.1
7146.2
J146.3
7146.4
7146.7

Knacugixayia anemiv 3a emionozicro ma namozeneszom

[JLL Ioenvcon, 1979]
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I. Ademii, 3yMOBJIEH] KDOBOBTPATOIO.

1. T'ocTpa moctremopariuia aHemisl.
2. XpoHiyHa MOCTreMopariyHa aHeMisl.
II. Auemii, 3yMOBJIEHI NOPYIIEHHIM KPOBOTBOPEHHS .

1. AHewmii, sIKi 3yMOBJICHI IOPYLIEHHSIM YTBOPEHHSM reMOonIo0iHy (T1OXPOMHI):
a) nediruToM 3aiiza (3ami3o0nediuTHiI)
0) mepepo3noAiIoM 3ai3a npu 1HGEKIAX, 3aMaJICHHIX, MyXIuHax ( aHemii
XPOHIYHHX 3aXBOPIOBAHb )
B) OPYIICHHS CHHTE3Yy UM yTHIi3allii nopdupunis (mopdupii)
I') IOpYLIEHHS! CUHTE3Y remMa 1 rmo0iHa (Tanacemis).

2. Amnewmii, siki 3ymoBieHi nopymenasm cuatesy PHK a6o JITHK

(meeanobnacmui einepxpomni — B12- i gponiesooepiyumnmi).

3. AHeMii, sIK1 3yMOBJIEHI IOPYLIEHHSM MPOLIECY MOALTY €pUTPOLIUTIB
(ouzepumponoemuuni).
4. AHeMii, sIK1 3yMOBJI€HI IPUTHIYEHHSIM Hpostidepariii KJIITHH KICTKOBOTO

MO3KY (2ino-, aniacmuyHi).
5. AHeMIi, K1 3yMOBJIEH1 3aMIIIIEHHSIM KPOBOTBOPEHHS B KICTKOBOMY
MO3KY IyXJIMHHUM poLiecoM (BTOPUHHI T'iM0-, alVIaCTUYH1).
6. AHewMii, sIK1 3yMOBJICHI MIOPYIIEHHSM MPOIYKITIi €pUTPOIIOETUHY ab0
MOSIBOIO 1HT101TOPIB /10 HBOTO:
a) 3HWKEHHS IOTPEOM Y KHCHI (T1ITOTHPEO03, TOJOAYBAHHS, €HIOKPUHHA
MaToJIOT1A);

0) MIJABUILEHUM PYWHYBaHHSAM €pUTPONOETUHA (YEPBOHOKIIITUHHA aruiasis).

IT1. Anemii, OB’ sA3aH1 3 MIABUIIICHUM PYHHYBAHHIM €PUTPOIUTIB (2eMONiMUYHI).

1. CriaikoB1 reMOJIITUYH1 aHEMiT 3yMOBJICHI:
a) MOPYLIEHHSIM CTPYKTYPH MEMOpaH EPUTPOIIUTIB;
0) MopyIIeHHs] aKTUBHOCTI (PEPMEHTIB

EPUTPOLUTIB;
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B) OPYIICHHS CTPYKTYpH a00 CHUHTE3y reMoriio0iHa (CeprnoBUIHOKITITHHHA
aHeMis, TajaceMis).
2. HalyTi reMomiTU4HI aHeMii 3yMOBJIEHI:
a) €0 aHTUTUI (IMYHH1);
0) 3MiHU CTPYKTYypu MeMOpaH epUTPOLIUTIB B PE3yabTaTi COMaTHYHOT
myTartii (xeopoda Mapxkiadasu-Mikeni);
B) MEXaHIYHE IMOIIKO/KEHHS MEMOpPaH €pUTPOLIMTIB (T€MaHT10MH, MapIlIoBa
reMoro0iHypis, IpH MPOTE3yBaHHI KJIalaHIB cepllsl, CAHAPOMI TUCEMIHOBOHOIO
BHYTPIIIHHOCY/IMHHOTO 3rOPTaHHs Ta 1H.);
I') XIMIYHE TIOLIKOJIKEHHS! €pPUTPOILUTIB;
n) nedimut Bitaminis (B12, E, ponarin);
€) 3yMOBJICH] pyHHYBaHHSIM €PUTPOITUTIB Mapa3uTaMu (TOKCOILIa3M03, MaJIsIpis).
OxpeMo HEOOX1JHO BUILIIUTH aHEMIi, SIK1 OB’ sA3aH1 3 JUCIUIa31€0 KPOBOTBOPEHHS
(MI€TOIUCTIIIACTUYHUA CHHAPOM).
[lin yac mOCHIPKEHHsS KpPOB1 OIIHIOIOTH PIBEHb TI'e€MaTOKpPUTA, TeMOII00iHa,

KUTBKICHI Ta MOpP(OJIOTiYH1 3MiHU (POPMEHHUX €IEMEHTIB KPOBI.

Llokasnuku ananiza nepughepuyroi Kposi y 300posux ocio
(Ivcesa C. A., 2010, Pomanosa A. @., 2006)

JletikounTy, X 10° r/n 4,0-8,8
Eputpormry x 10'% r/i (4, iH) 4,0-5,1 3,7-4,7
I'eMorIo61H /11 (4, 5KiH) 132-164 120-145
KonbopoBuii mnoKa3HUK 0,86-1,05
Cepenniii 06’eM epurponuTis, fl/epur. MCV 88,0 (80,0-96,1)
CepeJiHii BMICT TeMOTI001HY B MCH 30,4 (27,5-33,2)
€pUTPOIINTAX, IIT/EPUT.

CepenHs KOHIIEHTpALlsl TEMOTTIO0IHY B MCHC 34,4 (33,4-35,5)
epuTponuTax, %

I'emaTrokpur 0,42-0,50 0,36-0,45
KinbkicTh TpoMOoLuTiB, X 10° r/n 150,0-400,0
KinbKiCTh PETHKYIIOIUTIB 0,2-1,2% abo 2-12 npomiie

Jleukouumozpama 300posux arooeu

Tun TeUKOIUTIB % AOCONOTHA KIJIBKICTH
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[NanuukosiiepHi HEUTPOh TN 1-6 0,05-0,5

CermenTosiepHi HeUTpoDiIn 40-72 2,2-6,3
Eo3unodinu 1-6 0,05-0,5

bazodinu 0-1 0-0,05

Jlimporut 18-40 0,8-3,6
MoHonuTu 2-8 0,09-0,72

Benmnuuna remarokpury (Ht) mae ysBiaeHHS Npo CHIBBIIHOIIEHHS 0OCATY
wia3Mu 1 (OpPMEHUX €JIEMEHTIB (B OCHOBHOMY EpUTPOIIUTIB), OTPUMAaHE IiCIs
neHTpudyryBanHs KpoBi. CepenHiil 00CAT epUTPOLUTIB BU3HAYAIOTH 32 JTOIIOMOTOIO
ABTOMATHUYHOTO JIIYUIILHUKA a00 BUPAXOBYIOTH 32 (POPMYIIOL0:

I'emaroxput (%) x 10
MCV =

KUIBKICTh €PUTPOLUTIB (B MJIH.)
OpuHUIEI0 BUMIPIOBAHHS € KyOiuH1 MiKpoMeTpH (MKM3) ab0 GpeMTOoTITpH.
Cepenniit BmicT remorno6iny B eputpouutax (MCH) BinoOpaxae abcomoTHUI
MICT TE€MOIJIOOIHY B OZHOMY EpUTPOLMTI B MmiKOrpaMm (Ir) 1 BU3HAYA€THCS 3a
dbopmyIoro:

Hb (/100 i) x 10
MCH=

KUIBKICTh EPUTPOLUTIB (B MJIH)
KonbopoBuiil mokasHHUK BioOpakae cepeHiil BMICT TeMOII001HY B €pUTPOIUTI
1 004YMCITIOETHCS 32 (HOPMYIIOLO:

Hb (r/100 mu) x 3

KonvopoBuii moka3Huk = : :
nepi Tpu udpu 9ucia epUTPOIUTIB

Knacugixayia anemiii 3a ko1b0posuUM NOKAZHUKOM

KonpopoBuil moka3zHuk Buan anemiin

I'inoxpomist epuTPOLHUTIB (KOJIBOPOBUI Tanaccemis, 3ai30nepiuuTHA aHEMIS

noka3Huk <0,86)
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Hopmoxpowmist eputporuTis AnnacTu4Ha, reMOJIITUYHA, MapIiiaibHa,
(KoIpOopoBHH TTOKA3HUK B Mexkax 0,86 — | 4epBOHOKIIITUHHA arljiasis, aHeMii Ipu
1,05) XPOHIYHUX 3aXBOPIOBAHHSIX
INnepxpoMist epuTpOLHUTIB domieBonedinuTHa,

(kompopoBUH TTOKAa3HUK > 1,05) B12-nedinutHa

Knacudixauis anemiu 3a poamipamu epumpoyumis

CepenHiii 00’ €M epUTPOIIUTIB Bunu anemiii

MakpouutapHa (cepenniii 00’ em ®domieBogedinuTHa,

eputporuTis > 100) B12-nedinutHa

Hopmorurapna (cepeaniii 06’em AIlacTH4Ha, TeMOJIITUYHA, TapIliajabHa,
epUTPOLUTIB B Mexkax 81-94) YEpBOHOKJIITUHHA aruiasis, aHeMli pu

XpOHi‘-IHI/IX 3aXBOPIOBAHHAX

MikponuTapHa (cepenniit 00’ eM Tamaccemist, 3ami301edilIUTHA aHEMis

eputpouuTis < 80)

E nioemionozisz anemiu

AHeMis - ofHE 10 HAMOUIbLI YacTO 3yCTPIYAEThCs 3aXBOPIOBAaHHA B CBITI. B
CepenHbOMY , 3a JIAHMMH BCECBITHBOI OpraHi3allii OXOpOHHU 370pOB'S, B CTPYKTYpi
BCIX aHeMmid mnmTOMa Bara 3amizogedinmuTHOi aHemii craHOBUTH 80-90%,
reMomiTHYHUX aHemid - 8-11%, meramooOnactHiii - 1,5-5% 1 He3HauHy 4YaCTUHY
CKIIAJalOTh  aljlaCTU4HI  aHemii Ta  aHemii, MO0 KIAaCU(DIKYIOThCS  SK
MI€JIONUCIUIACTUYHUI CUHPOM.

[leBHi TpyAHOII BMHHUKAIOTH TNpH Bepudikallii TeMONITUYHUX aHeMmii. Ix
4acTOTa 3HAYHO KOJMBAETHCS B PI3HUX perioHax cmity. Tamacemis 1 CEpHOBUIHO-
KJIITUHHA aHEMisl MPAKTUYHO HE 3yCTPIYAIOThCS B YKpaiHl, ajie JyXKe IMOIIMPEHI B
kpainax CepemsemHomop's, Adpuxku Ta cepena appoaMepUKaHCHKOTO HACEIEHHS
CILIA.

JliarHOCTUYHI TOMMJIKA MOXYTh BHHHKaTHU B pa3l PO3BUTKY aHeMii SIK

MIPOBIJTHOTO CHHIPOMY  TPH XPOHIYHUX 3aXBOPIOBAHHSIX BHYTPIIIHIX
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OpraHiB, KOJUIar€HO3ax, IMyXJIMHAX PI3HOTO TeHe3y, XPOHIYHHX 1H(EKIITHO
3amajbHUX MPoIecax.

OOcTexeHHs Ta JIIKyBaHHS XBOPOTO 3 AHEMIEID MOYMHAETHCA 3 JIOKIJIAIHOTO
3'SICyBaHHs aHAMHECTUYHUX JaHuX. Jleski acnmekTh aHaMHe3y Ta OCOOIMBOCTEH
00CTeX)EeHHS, SIKI CTAHOBIISATh OCOOIMBUI IHTEpEC A JIIKapiB, MPEICTABICHI HUXKYE.

1.1.2. 30ip anamHe3y Ta
OCHOBHI KJIIHIYHI CHMIITOMH IPH AHEMifAX
Anamnues

CimeitHuil aHaMHE3 MOXKE BUSIBUTHCS BUPIIIAJBHUM B MOCTAHOBIIl J1arHO3y
CHAJKOBHX T€MOJITUYHUX aHeMii. 30ip JaHUX MpPO CHOCIO KUTTS MAILIEHTIB 1 iX
XapuyBaHHS, PEXKUM IpaIll Ta BIANMOYUHKY, HCOOXITHUMA IS BUSBICHHS COIIAJIbHUX
OPUYUH aHeMii, aJliIMeHTapHoro ¢akropa, 4YacTUX JIOHOPCHKUX KpOBO3/ad,
npodeciitnux (pakropis. [ BCTAaHOBICHHS IMyHHOTO XapakTepa aHeMil HeoOX1qHUM
aJIeproJoriyHuN aHaMHE3, 5K 1 MOKJIMBUN NIPUMOM JIIKAPChKUX MPenapariB, TOCTPUX
iH(eKII HamepenoAHl. YpPOJOriYHUM 1 TIHEKOJIOTIYHMM aHamMHe3 J03BOJIsI€
3aIMiI03pUTH TPUYUHU 3aT1301e(PIUTHUX aHEeMiid TP TATOJOTIi ypOTreHITaIbHUX
OpraHiB.

Kuinika

BupimansauMm  ¢dakTopoM y PpO3BHUTKY CHMIITOMIB € 3MiHa aKTHBHOCTI
TKaHMHHHX (DepMEHTIB, a He BennuuHu Hb.

[HTEeHCUBHICTh TIMOKCUYHUX CHUMIITOMIB 3aJICKUTh BiJ MIBUAKOCTI PO3BUTKY
aHeMii. XBOpi CKapKaTbCs Ha CIAOKICTh MPH HEBEJIIMKOMY (hI3WYHOMY HaBaHTa)KEHHI,
TaxiKapiro, 3a/IMIIKY, 3alIlaMOPOYCHHS. ACTEHOHEBPOTUYHUN CHHIPOM TIPOSBIISETHCS
TOJIOBHUM  0OJIeM, 3HWKEHHSM pPO3YMOBOi KOHIIEHTpaIlii, COHJHUBICTIO a0o
3aHEMOKOEHHAM. Jleski 13 MX CHUMMTOMIB € Hac/iJKoM Tinmokcii Mo3ky. Ilapectesii
xapaktepHi aisa B12-pedinutHoi aHemil 1 3a3BUYail MOB'SI3aH1 3 HASBHICTIO 1HIIUX
cuMIToMiB TiepudepudHoi Heitpomnatii. M'sa30Ba caOKICTh, SIK TPOSIB CUAEPOIIEHI,
yacTime npu 3anizoaediuuTHid aHemii. Jlucdaris € XapakTepHUM CHUMITOMOM

3amizoneinuTHOT aHeMi.
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[Ipy ormsmi OmimicTh MIKIpH 1 CIU30BUX 000J0HOK. CyOIKTEPUYHICTH CKIIEP
XapakTepHa IS TeMOJi3y, OJIakuTh CKIep - mpu 3amzonediuurti. [mmocutwy,
«JlakoBaHUI» S3UK 31 cCKapramMy Ha IME4iHHA HOro, arpodis COCOUKIB A3MKa OLIBII
XapakTepHl i1 MerajgobiacTHOi aHemii. XBOpPOOIMBICTh, HEKPOTUYHI 3MIHHU 1
BHUpA3KU CJIM30BOi HOCOITIOTKM 1 pOTa, HasBHICTh €KkxiMo03iB (CHHLIB), MeTexii
XapaKTepHi IJis aracTu4Hoi aHeMii. JlimdbaTudni By3mId MOXYTh OyTH 30UTbIIIEHI
pu ayTOIMyHHUX mpoliecax, Jiekozax, CHI/I. [Teuinka 1 cene3inka 30UIbIICH] TIPH
TEMOJIITUYHUX 1 ICUKEMIYHUX aHEMISIX.

[Ipu ayckynbraiii HEPIAKO MPOCIYXOBYETHCS CHCTONIYHMMA IIyM TOMIPHOI
IHTEHCUBHOCTI Ha BEpXIBL CEPIIs, ajie MOXKYTh BU3HAYaTHCS 1 B 001aCTi MITPAJILHOTO
1 TPUCTYIIKOBOTO KJjamaHiB, sk 1 putM ranomy. Ha EKT™ nenpecis intepBany ST, 3mina
nepiony QT, mnopymenHs npoBigHOCTI. [IpU TOKKUX aHEeMisiX 3 CYNyTHBOIO
Kap10JIOTTYHOIO MATOJIOTIEI0 HEPIAKO PO3BUTOK (Q1OpMIISALIL IepeAcepib, Ka 3HUKAE
MICHIs KyHipyBaHHS aHEMIi.

[Ipu Baxkiil aHeMii MOXYTh CIIOCTEpIraTucs MeTaOOdI4yHI MOPYLIEHHS 1
JMXOMaHKa 3 TMIABHUILEHHSM TEMIlepaTypu Tijla, OCOOMMBO XapaKTepHa
cy0debpmibaa Temmneparypa (10 38 © C) nns enizoniB roctporo remodizy. CinadKicTs,
HE3[ly’)KaHHsI, BTOMA 1 amarisg - 3arajbHl Hecrneuu@iuHi CUMITOMH, YacTIlIE 3a BCE

00yMOBJIEH1 aHEMI€I0 I JIIXOPAIKOIO, SIK1 pO3BUBAIOTHCS HA TJII MATOJIOT1i KPOBI.

1.1.3. I1aTorenes, KJiHiKa, JiATHOCTHKA 1 JIIKyBaHHS OKPEeMHUX BUAIB
aHeMil

T'ocTpa mocTremopariuda anemis
MKX-10: D62
Jlo rocTpoi mocTreMopariyHoi aHeMii MpPU3BOJIUTH BTpAaTa BEJIUKOI KUIBKOCTI
KpOBI 3a KOpoTKuii Yac. BoHa moke OyTu B pe3ynabTari TpaBM, KpOBOTE€U MpHU
OTEpaTUBHUX BTPYYaHHSAX, IiJ dYac TMOJIOTiB, I103aMaTKOBOI BariTHOCTi, TpH
BUPA3KOBHX Je(eKTax B KHUIIKIBHUKY 1 HUTyHKY, 4Y€peBHHH Tud 1 AU3EHTEpIi,
HEKPOTH30BAaHUX CYJAMHAX MPU MyXJIMHAX, OPOHXOCKTATUYHOI XBOPOOH, TyOEpKYyIH031

TOWIO.
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VY maroreHe3i OCHOBHHMX KIIHIYHHMX IPOSBIB OCHOBHY pOJb Tpa€ IIBUIKE
3MEHIIEHHS 00'eMy HHMPKYIIOKOUOi KpPOB1 1, MEpII 3a BCe, i  IJIa3MOBOI YaCTHHM.
3MEHIIEHHS 00CATY HHUPKYIIOIOYNX EPUTPOLUTIB BHUKIHMKAE TOCTPY TIMOKCIIO, SKa
MPOSIBIISIETHCS 3aUIITKOIO 1 cepiieOuTTsIM. B mepios KpoBOBTpaTH 1 Bijpasy Mmicis Hel
BIJIOYBa€ThCA MOCUIIEHHS MPOIYKLIi 3a7103aMu KarexonamiHiB. Lle cynpoBomKyeThes
Cra3MoM Tepu(pepuIHUX CYIMH 1 MOOLII3aIli€l0 KPOBl 13 JIENO, 3aBISKH YOMY
HOPMAJIi3yEThHCS reMoAnHamika. OpnHovacHO BKJIFOYAETHCS MEXaHi3M
ayTOreMOLUTIONIi, MOOUTI3yI04M BIacHy MUKKIITHMHHY pIAWHY 1 HampaBise i1 B
CyIMHHE pyciio. B Toif ke yac akTUBYIOTHCS T'yMOpajibHI MEXaHI3MHU, K1 CIPHUSIOTH
YTPUMaHHIO B OPTaHi3Mi 10HIB Kalito 1 BoAW. Takuil MexaHi3M caMOperyssiii Moxe
xomrieHcyBatu 110 10-15% o0'eMy mupKyIiror040i KpoOBi, MO TOCUTH MPU BETUKHX 1
MOBUILHUX KPOBOBTpATax.

[IBunka BTpara 33% Macu UUPKYIIOHOYO0i KpOBI 1 MoBUIbHA BTpata 50% KpoBi
0e3 HaJlaHHA BIAMOBITHOT JOTIOMOTH MOKE MPU3BECTHU 10 3arubeni xsoporo. Ha doni
TKAaHMHHOI TIMOKCIi PO3BUBAETHCA KapTHMHA IEMOPAri4yHOrO IIOKY 3 MOPYUIEHHSM
reMOJMHAMIKH BHACIIJOK MaTOJIOTIYHOTO JEMOHYBaHHS KPOBI 1 eKcydali€ero ii piakoi
CKJIaJ0BOI B TKaHMHU. PoO3BUBa€ThCS anMao3, BHUXIJ 10HIB KaJlilo 13 KIITHH,
NOCWJIIOETBCS ~ Karalosi3M  OUIKiB,  3'BISIOTBCS  AMCTPO(QIYHI  3MIHM B
MapeHXiMaTO3HUX OpraHax 3 HEJOCTaTHICTIO (YyHKIII Miokapja, EHTPalbHOT
HEPBOBOI CUCTEMH Ta IH.

B pesymbrari Trinokcii, NOB'3aHOI 3 KPOBOBTPATOIO, IIJBHUILYETHCS
KOHIIEHTpallisi ~ epuTpomnoetuHy. lle Buxkimkae mocwieHHs — nposmideparrii
EpPUTPONOETUH YYTJIMBUX KIITUH 31 30UIBIICHHSIM KUIBKOCTI €pPUTPOKAPIOLUTIB 1
PETUKYIOIMTIB B TepuUEepPUIHIN KPOBI.

K ninixo-nabopamopui oani:

KiiHiuHI nposiBU y BUDNISIAL PO3JIaJiB TE€MOAMHAMIKU 3'SBISIIOTBCS uepe3 1-2
JIHS TCII MACUBHOI KPOBOBTPATH.

- [lepmmm micnst KpoBOTEUl BiJI0YBA€THCS KOMIIEHCATOPHE HAIXOIKEHHS KPOBI B
KPOBOHOCHE pYyCJIO 3 M'sI31B, MEYIHKH 1 CEJNE31HKU, SIK pedraekTopHa CyauHHA

KOMIICHCATOpHa CTaI[iH.
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- Uepes 1-2 nH1 BUABIAIOTH HOPMOXPOMHY aHEMiIO, KOJIM BUHUKAE TiApeMiuHa

cTazaist KoMIleHcari.

- Petukynountapauii Kpu3 po3BUBA€ETbCA Yepe3 4-5 AHIB MiClig KPOBOBTPATH, 1110

B1J100pa)kae KICTKOBOMO3KOBY KOMIIEHCATOPHY CTaJlif0, MOXKe OYTH JICUKOIIUTO3.
Jlikyeanus

CrnpsiMoBaHe Ha MIBUAKE BIJHOBICHHS OOCITY ITMPKYITIOIOYOi KpPOBI: YBEICHHS

KOJIOITHUX 200 COJIBOBUX PO3UMHIB, TeMOTPaHC(Y31i €epUTPOIUTIB:

3yIMHKa KPOBOTEYI;

3aIMOBHEHHSI 00'eMY IIMPKYIIOIOUO01 KPOB1 B OpraHi3Mi;

MOJIIIIEHHS epu(EepUIHOro KpoBOOOITy;

HiI[TpI/IMaHHﬂ OHKOTHYHOI'O TUCKY IIJIa3MU;

npodiJakTHKa BHYTPIITHbOCYIMHHOT MiKpOTPOMOOTH3AITIT;

BIJIHOBJICHHSI BOJIHO-CJICKTPOJIITHOTO 1 MIATPUMAHHS KHUCJIOTHO JIY>KHOI
pIBHOBaruy;

- JIe31HTOKCUKAITIS;

- npernaparu 3aji3a;

- Teparis epurponoetuHamu (40 trc. MO mimKipHO Ha THXKIEHB ).

[Ipu BTpaTi KpoBi A0 15 Mi1 / KT Macu Ti1a MpU3HAYaIOTh KPOBO3aMIHHUKH a00
anpOymiH B 71031 12-15 M1/ KT B O€JHAHHI 3 COIBOBUMH pO3YMHAMU B 7031 8-10 Mt /
kr. Ilpu kpoBoBTpari 16-25 wMa / Kr Macu Tula HEOOXITHO TepeuBaHHS
I1a3MO3aMIHHMX PO3YMHIB Y NO€IHAHHI €PUTPOLUTAPHOIO MACOIO B CIIBBIAHOLLIEHHI
2:1. Ipu Brpati kpoBi 30-35 M / Kr Macu Tija CHIBBITHOIICHHS €PUTPOLMTAPHOT
MacH 1 pO34MHIB MMOBUHHO CKJafatu 1:1, a mpu Oiybl 3HAYHINA KpOBOBTpaTI - 2:1.

Jlyist TeMocTa3y BHYTPIITHROBEHHO BBOSTH BIKACOJN, JUITMHOH, aMiHOKAIPOHOBY
KHCJIOTY, CBDKO3aMOPOXKEHY Iuia3my. [Ipu HEoOXiTHOCTI MPOBOIAATH XIPYpriuyHy

3yIUHKY KPOBOTEYI.

3aaizonedinuTHa aHeMist
MKX-10: DS0

3anmizonedinuTHAa aHEMIS - 11€ 3aXBOPIOBAaHHS, 00yMOBIIeHE Je(DIIIMTOM 3aj1i3a B

OpraHi3Mi; CyImpOBOJKYETHCS 3MIHOI MapaMeTpiB MOro mMeTadoii3My, 3MEHIIICHHSIM
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KOHIICHTpAIlli reMOmIO0iHy B €pUTPOIUTAX, KITbKICHUMH 1 SIKICHUMH 1X 3MIHAMH,
KJIIHIYHUMUA TNPOSIBAMU  AQHEMIYHOIO TIMOKCI€I0, CHUJIEPONEHii 1 MeTaOoNiuHol
IHTOKCHKAITI].

bananc 3aini3a B opradizMi JIOAMHA BU3HAYAE€THCS TPhOMa (PaKTOPaMU:

1. KinbkicTto, IO CIOKUBAETHCS 3 KEIO 1 3aCBOIOETHCS B TPABHOMY TPAKTI.

2. [ToTpeboro s 3a0e3neUeHHS CHHTE3Y 3ajli30BMICHUX CTPYKTYp, IIEPII 3a BCeE,
reMonIO0IHY.

3. Brparamu 3amiza, ki MOXyTb OyTH (Di310JJOTIYHMMH 1 MAaTOJIOTTYHUMH.

[TatoreneTnynum pakropom aAediuTy 3a1i3a € Horo HeraTUBHUMN OayaHc,
00yMOBJICHUN HEBIAMOBIAHICTIO MIX BXKHWBAHHSIM, BCMOKTYBAHHSIM, 3aCBOEHHSIM 1
IT1JIBHIIICHOIO BTPATOIO 3aTi3a.

L punyunu pozeumxy 3anizodeiyumnoi anemii

3aJ1130 € KUTTEBO BAXJIMBUM €JIEMEHTOM JUIsl opraHizMy. BoHO BXOIWTh B yci
KIITHHA OpraHi3mMy 1 Oepe ydacTb B O010XIMIYHUX TIpoiecax. SIK KOMITOHEHT
reMomio0iHy, 3aii30 3a0e3ledyye TPaHCHOPT KHUCHIO, KO(aKTOp TreM-BMICTKUX
(uutoxpom C, karamaza) 1 HeremoBux (epmentiB (HAJI-H-nmerizporenasa,
aJb0J1a3a).

3aii30, 1110 MICTUTBCS B OPTaHi3MIi, CKJIAAa€eThCs 3: (PyHKIIOHATIBHOTO (B CKJIAl
reMoriobiHy 1 Miomio0iHy, (epMeHTIB), TpaHCIOPTHOTrO (TpaHcdepuH), 3amaciB
(beputuH, remocusieprH), BUlbHOTO. 3 3-4,5 Mr 3aji3a opraHi3My TiIbKH 1 Mr Oepe
y4acTb B OOMIHI 13 30BHIIIHIM CEPEIOBUILEM: BHIUISETHCA 3 BUIOPOKHEHHSMH,
BTPAYaAETHCS TP BUMAAaHH] BOJIOCCS, AECTPYKIIIT KIITHH.

JloboBa morpeba B 3ami3i Uil JAOPOCTOI JIOAMHU B CTaHi (h1310JI0TTYHOL
piBHOBaru CTaHoBUTH 1-1,5 mr, y KIHOK TijJ 9ac MeHCTpyarii - 2,5-3,3 mr. 3 14 mr
3amiza 3a 700y, 10 HAIXOASITh B OpraHiaM, BCMOKTyeTbes Bim 0,5 mr go 2,5 wmr
HenocrarHe BCMOKTYBaHHSI MpH MMiIBUILEHIN MOTpeO1 3aii3a € NPUYUHOK PO3BUTKY
3ami3oneimUTHUX CTaHIB 1 aHemii. BcMoOkTyBaHHS 3ami3a B OCHOBHOMY
3MIMCHIOETHCS Y BEPXHIX BUIJUIaX TOHKOTO KHUIIKIBHHMKA 3a JOMOMOIOK Oljika
tpanchepuny. lllmyHOK, KITyOOBa 1 TOBCTA KUIIIKU B IIBOMY MPOIIECi OEpyTh y4acTh B

MEHIIIH Mipi.
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OcCHOBHI emioN02iUHI YUHHUKU DO3BUMKY 3AE300edIUUmnoi aHemii:

[. 3axBoproBaHHS OpraHiB TPaBICHHA 3 XPOHIYHUMHU KPOBOBTpaTaMHu:
JTyOACHITH, €PO3UBHI TaCTPUTH, HeCTIEITU(DIUHUI BUPA3KOBHUM KOJIT, ITIMCTSHI 1HBA3Ii,
JUBEPTUKYJIbO3M KHUIIKIBHUKA, TpWXka JAlapparMajibHOrO BIAJAUTY CTPaBOXOAY,
TPIIIUHYI MPAMOI KUIIIKU Ta TEMOPOH 1 T.J

[I. 3axBopioBaHHS  IUTYHKOBO-KHMIIIKOBOTO  TPAaKTy 3  MNOPYIICHHIM
BCMOKTYBAaHHS 3aji3a: Pe3eKIii, XPOHIYHI EHTEPHUTH, aMiUIOi03 KHILIKIBHUKA,
iHdixyBanHs H. Bacter.

ITII. 3axBoproBaHHS CEUOCTATEBOI CHUCTEMU 3 MIKPO- 1 MaKpoOremarypi€ro:
XpOHIYHUHN TIIOMEepyso- 1 miesoHeput, HUpKOBa (HopMa TEMOParidyHOTO BaCKYIIITY,
MOJIIMO3 1 paKk CEYOBOTO MiXypa, HUPOK, TyOepKYy/Ih03 HUPOK, CEUOKaM'ssHa XBOpooOa,
¢d16poMioma, pak MaTKH, MEHO- 1 METpOparii.

IV. 3axBoproBaHHS €HJOKPMHHOI CHCTEMM: XpOHIYHA HEJOCTATHICTh
HaJTHUPHUKIB, MiKCeJeMa, IIyKpOBH aiabeT 1 rimodyHkIis rinodisa.

V. 3axBOprOBaHHS CEPIEBO-CyAUHHOI CHUCTEMH: YaCTi HOCOBI KPOBOTEYl MPH
TNepPTOHIYHUX KpU3aX, CKIEPOTUYH1 MOMIKOIKEHHS CYIHH.

VI. 3axBoproBaHHs OpraHiB JUXaHHS: PAaK JEreHiB 1 OpOHXIB, JIEr€HEBUU
reMOCHIEp03, OpOHXOEKTaTMYHa XBOpoOa, THIWHI 3aXBOPIOBAaHHS JICTCHB,
TyOepKYyIIbO3.

VII. 3axBoproBaHHS CHUCTEMH KpOBI: TINOIUIACTUYHI aHEMIi, YCKJIaJHEH1
KpoBOoT€4aMu, TpoMmOoIuTomneHii, xBopobda MapkiadaBu-Mikene, remoparidti
JiaTe3u, Koaryaonarii, reMmodiiii, reMo0aacTo3u PiaKo.

VIII. 3axBoproBaHHs, SKi CYNPOBOKYIOTHCS TEPEPO3MOIITIOM 3aiti3a (aHemii
XpOHIYHUX 3aXBOPIOBaHb): TYOEPKYJIb03, CENTUYHI CTaHW, TOCTpl 1H(EKIII],
XPOHIYHUH OCTEOMIENIT, XPOHIYHI MIKO3HM, CapKOif03, aloCTeMaTO3HUM 1 rocTpui
nmieJOHePPUT, THIMHI 3aXBOPIOBaHHS, KapOYHKYJ HUPKH, PEBMATOIAHHUI apTpHT,
3JI0SIKICHI Iy XJIMHU, IHPEKUIHHUA M1OKapIUT.

[X.IlinBumena motpeba B 3ami3i MpH BariTHOCTI 1 B Mepioj JakTalli, 4acTi

3araibHi IMpoHcCu, HC KOHTPOJIbOBAHE TOHOPCTBO.
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X.HermnoBHoI1iHHE Xap4yBaHHS.

XI.BHYTpIIIHbOCYIMHHUNA T€MOJI13 3 TEMOIIIO0YIIIHYPIETO.

XII.KomOiHOBaH1 MPUYHHH.

3amizonedinnTHA aHEMISd 3aBKAM BUHUKAE BHACHIOK Jii SKOTO-HEOYIb
eTioyioriyHoro (Qakropa abo IEKUIHLKOX MPUYUH OJTHOYACHO, 1 TOMY, SIK MPaBUIIO,
OyBa€ BTOPHUHHOIO.

®dopmyBaHHS 1 PO3BUTOK Je(ilUTy 3aji3a MOKHA YMOBHO YSBUTH Yy BUIJISIL
TphOX mocaiioBHUX cTamid. [lepia cramis - 301AHEHHS Jeno 3ami3a (IpelaTeHTHUI
nedimut 3amiza). lle HaOUTBII paHHS cTanis, sKa Moxke OyTH J1arHOCTOBaHa Ha
NiJICTaBl 3MEHIIEHHS TNOKa3HMKIB 3anmacHuX GoHAIB 3amiza (depuTuHy) nOpu
HOPMaJbHUX 3HAUEHHSAX MHOro KOHIICHTpAIli B CHPOBATII KPOBI 1 TEeMOIJIOOIHI,
MIJBUINCHH] MapaMeTpiB abcopOIlli IbOro MeTally B KHINKIBHUKY (32 JaHUMH
PaloNOTIYHUX JOCIIIKEHbD ).

Hpyra cranis - nareHTHUN 3anizoaedinut 6e3 anemii. [[pyuynHaMu MOXYTh
OyTH HEperyJbOoBaHE JOHOPCTBO, KPOBOBTPATH, MiJIBUIIIEHA MOTpeda B 3ali3i Ta iH.
Jlna Hel XxapakTepHe 3HauHe 3HIKEHHS a00 BiICYTHICTH 3aji3a B JEMO, HU3bKUN HOTO
BMICT B IIJ1a3Mi (CHPOBATKOBE 3aj1i30), 3MEHIIIEHHs] HACHYECHHS TpaHChEeprHA 3aJ1130M
3 MIJABUILIEHHSIM 3al1i303B A3YI0UOi 3/1aTHOCTI CHPOBATKM KpPOBI MPU HOPMAJIBHHUX
napaMmeTpax KOHIIEHTpaIlii reMorIo0iHy 1 KUIBKOCTI €pUTPOIUTIB B mepudepuyHin
KpOBI.

Tperss cramiss poO3BUTKY 3ali304e(ILIUTHOI aHEMIi Ma€ KIIHIYHY KapTHUHY
aHeMii, sKa XapaKTEepPU3ye€ThCs BHPAKECHUMHU TMOPYIICHHSAMH MapameTpiB 3aii3a B
KpOBI, HASIBHICTIO T1IIOXPOMHOI MIKPOLIUTAPHOT aHEMII.

K niniuna cmaois 3anizodedivumuol anemii:

a) HeyckiaaHeHa opma, oOyMOBIICHA:

- XpOHIYHUMHU  KpPOBOBTpaTaMu  (XpOHIYHAa  HocTreMopariyHa  ¢opma
3aI1i307e(DIUTHOT aHEeMii);

- HIJBUIIEHOI0 MOTpPeOol0 B 3ami3i (JlakTauis, BariTHICTb, y JITE€H B Mepiof
aKTUBHOTO POCTY 1 PO3BUTKY, y CIOPTCMEHIB TMpPU BHCOKUX (PI3UIHHUX

HaBaHTa}KGHHHX) ;
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- HEJOCTATHIM IMOYaTKOBUM PIBHEM 3alli3a B OpraHi3Mi;

- NOPYIICHHSIM TPAHCIOPTY Ta yTWii3awii 3aiiza (eH3umornarii, Tino- Ta
arpancpepuHeMisi, ayTOIMyHHI ITPOIIECH);

- HEIOCTATHIM BMICTOM 3aJ1i3a B 1KI.

0) yckiagHeHa ¢popma, 0OyMOBJIEHA:

- AHEMIYHOIO TIMOKCi€0 (MpOSBU: JIETKI, CEpPeAHi, BaXKl 3 JAUCTPODIYHUMU
3MiHAMHM OpraHiB — T'IIOKCUYHA MioKapioaucTpodis, eHiedanonaris Ta iH.);

- CUJICPONICHIYHUM CHHAPOMOM (TPOSIBH: TICUXOEMOIIIHI 1 HEBPOJIOTIYHI
MOPYIICHHSI, CIIOTBOPEHHSI CMaKy Ta HIOXy; Aucdaris; AU3YpUYHI SIBUINA; 3MIHU
CJIM30BOi TPABHOTO TPAKTY, IIKIPH 1 1 IPHUJIATKIB, CKJIEP);

- METa0OJIYHOI EHJIOTEHHOI0 I1HTOKCHKAIlEI (32 JaHUMH O10XiMIYHOTO
JTOCIIHKEHHST BMICTY CEPEIHIX MOJICKYJISIPHUX MENTH/IIB MOJIOYHOT, MPOBUHOTPATHOT
KHCJIOT, BUIBHOTO TICTaMiHy, BUIBHOIO CEPOTOHIHY, BUIBHOIO Te€NapuHy B ILIa3Mi
KpOBI 1H.).

3mimradi bopmu 3amizonediUuTHOT aHEMIT:

a) mudopMHa aHemis (MOeMHAHHS 3ami3ofedinmuTHOI aHemii 3 BitamiH B12-
ne(IIUTHOI aHEMIETD);
0) moeaHaHHs 3an130edinuTHOI aHemii 3 nedinurom BitaminiB B1, C, E;
B) TIO€THAHHSA 3ami30eDiTHOT aHeMil 3 AedIIUTOM MIKPOEIEMEHTIB;
r) noiiaedinuTHa aHeMis.

O cobrusocmi KIiHiYHOI KAPMUHU

KrniniuHi nposiBM aHeMii BU3HAYAIOTHCA TIMOKCUYHUMHU 1 CHUACPONICHIYHUMU
ckapramu. OcCTaHHI TPOSBISAIOTHECS TMPHUCTPACTIO JI0 JIMMOHIB, SK JDKEpena
acKOpOIHOBOI KHUCJIOTH JUIsl TIABUINCHHS BCMOKTYBaHHS 3aimiza abo Kpeuam, sk
JOKEpeJia KaJbIlil0 3aMicTh 3ajiiza Uil OIOXIMIYHUX KIITHHHUX €HEPreTUYHUX
nporieciB. Ilicis HacuyeHHsI OpraHi3My 3aji30M 3a3Ha4€Hi OCOOJIMBOCTI CMaky
3HUKAITh. M's30Ba CIaOKICTh MOXE MPOSBUTHUCS CIAOKICTIO SIK CKEJIETHHX M'SI31B
(«BaXKKi1» HOTH), TaK 1 IIaJKOi MyCKyJaTypH (ci1abKiCcTh M'si31B OpraHiB Majoro Tasy,
mucdarii 3 yrpyaHeHHsM KoBTauHs). [Ipu cumeporenii mae miciie Hecrienudiaamia

iMmyHonedinut (Paronuros), KIITHHHOTO 1 TyMOpPaJIbHOro iMyHITeTy. Tomy mpwH
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3ami30eMIIUTHIN aHeMil 4YacTo aKTHBI3YIOThCA OakTepialibHi, BIpyCHI1 1H(]EKIIIi,
IrpUOKOBI ypa)KEHHS HIKIPH, 1 MOXKYTb OyTH J€OI0TOM 3aXBOPIOBAHHS.

JI abopamopna diaeHocmuKxa

AHaJIi3 KpOBi: HU3bKUH BMICT T€MOIIO0IHY, KUTBKICTh €PUTPOIIUTIB 3MEHIIIEHO
B MEHIIIII Mipl, B 3B'I3KYy 3 UMM KOJIIpHUM MOKa3HUK <0,80, 3HM)KEHA KOHLIEHTPALIIS 1
BMICT TE€MOIIOOIHY B EpUTPOIUTI, 3MEHIICHUN CepeaHid 00 €M EepHUTPOIUTIB.
Mopdosnoriydi 3MiHA €pUTPOIUTIB: TIOXPOMisl, MIKPOITUTO3, aH130-, MOUKIJIOIUTO3.
KicTkoBHiI MO30K: KIITHHHHA 3 NEPEBaAXKAHHSIM €pUTPOINHOrO psny. Jo3piBaHHA
KJIITHMH 3arajJbMOBaHe Ha piBHI 6a30- 1 MOIIXPOMATO(PUIBHUX EPUTPOKAPIOIUTIB.

CmiBBIJTHOIIIEHHS] TIOKa3HMKa BMICTy 3ajiiza B cupoBarii (C3) 1 3araibHOl
3aI1i303Bs3yt040i  3maTHOCTI cupoBatku KpoBi (333C) xapakrepu3ye HACHUCHHS
Tpanchepuny (Hopma 16-50%). Ilpu 3amizomedinuTHii aHemii JaHUN MMOKA3HUK
3MEHIIIYETHCS 32 PaXyHOK 3HMKEHHSI CHPOBATKOBOTO 3aiii3a 1 30LIbIICHHS 3arajbHOi
3aT1303B'13yBAJIBHOT 37aTHOCTI cupoBaTku kpoBi (333C).

JlerionyBaHHs 3ajli3a 3I1ACHIOETHCS OlTKaMH (DEPUTHUHOM 1 TEMOCHICPHUHOM.
@deputnnoBa ¢dopma 30epiraHHs 3amiza 3a0ecredye HOro  JIEMOHYBAaHHS,
peyTHIIi3alliio, a TaKoXK - MUPKYIIit0. I3 Hel 3aimi30 3/1aTHe aKTUBHO MOO1T13yBaTHCS
st motped opraHizmy. Y HaWOLIBIIMX KUIBKOCTAX (EpUTHH MICTUTBCA B
Makpodarax KICTKOBOTO MO3Ky, TII€UiHKH, cele3iHmi Ta cuaepobnactiB. [lpu
HapoCTaHHI AedIIUTy 3aji3a KUIbKICTh TpaHyll (EPUTHUHY 3MEHIIYETHCS, aX M0
MOBHOTO 3HUKHEHHA. [Ipy HapmumKy 3ami3a B opraHizmi (EepUTHUH NEPETBOPIOETHCS
B remocusiepuH. PiBeHb (epuTHHY B CHPOBATIl PO3MIISIAIOTH SIK MOKA3HUK 3araciB
3aii3za B opraHi3mi. Pi3kuil picT KoHLEHTpalil (epuTUHY B CHPOBATIIL KPOBI MOXE
OyTH 03HAKOI0 TeMOXpoMaTo3a abo moCTTpaHcy31HHOTO TeMOCHIEPO3a.

Toxaznuku 0oMiHY 3a1i3a.;

- HU3bKUI BMICT 3aJ1i3a B CUPOBATLI KPOBI

(y gonoBikiB <13 MKMOJb T/ J1, y skiHOK <11,5 MKMOJIB T / 11);

- 3arajipHa 3aJ11303BsA3yBajibHA 3[aTHICTh CUPOBATKU KpoBi ( > 84,6 MKMOJIb T /
n);

- 3HWKEHUHN BMICT depuTuny (<12 Hr / mi).
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C myninb msockocmi 3a1i300e@iuummuoi anemii:

Jlerkuii - Hb Bume 100 r/ 1,
Cepennboi BaxkkocTi - Hb 99-80 1/ 11,

Baxkuii - Hb menue 80 r/ .

Ob6cmedrcenns xeopux 3/1A.

OcCHOBHi MeTOIH 00CTEKEHDL

1. PeHTreHOM0OrIYHE JOCIIIKEHHS

IUTYHKa Ta KI/IH_IKiBHI/IKa, ractpo-,

KOJIOHO-, pCKTOMAaHO CKOl'[iﬂ, a0 CJ'IiIDKGHHSI

Kajia Ha TIPUXOBaHy KPOB 3 BBEICHHSIM
MIYEHUX PAI0aKTUBHUM XPOMOM

EPUTPOLUTIB.

2. 'HEKOIOT1YHE MOCIIIKEHHS.

3. JIOP-o0cTexeHHus

4. Hedponoriune qociimpKeHHs,

YPOJIOT1UHE JIOCI1IKEHHS.
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3axBOpOBaHHA i MATOJIOTTYHI
npouecu, 1o npu3Boadarh 10 3/1A.

-Bupaska nuiyHKy, ABaHAALATUIIATIOL
KHIIIKH;

-Bapuko3He po3mupeHHs: BeH
CTpaBOXO[y, ladparMajibHa KUJa;
-JluBepTUKYIIbO3 KUIIIEUHUKA, XBOpOOa
KpoHa;

- [lyxnuan nutyHKa, KutecHuka, [13;
-IHdikyBaHHS NUTYHKOBO-KHUIITKOBOTO
tpakty H. pylori;

-I'muctsni 1HBa3IT;

-Hecnenudiuanii BUpa3KoBHl KOJIT.
-Jluc@yHKIIOHAIbHI KPOBOTEUI;
-I'inepnionimMenopes;

-EnioMeTpo103, BariTHICTh;

-Mioma MaTKu,3704KICHI Iy XJIMHU.
-I'emopariunuii aiares;

-XBopoba Panaro-Ocnepa.

-Temodimis;

-XpoH14HUH TIIOMEPYIOHEDPUT, My XIUHA

HUPKH, CEYOKaM siHa XBOPOOa;
-BHYTpITHBbOCYTUHHUI TEMOJTI3 3

reMOonIO0YTIHYPI€IO.



5. PeHTreHonoriuybe J0CiKeHHS -Pak nerens;

JIET€Hb, aHAJI13 MOKPOTH -[301p0BaHMUM JIETEHEBUN CUAEPO3.

I ugepenyitina diacnocmuxa

OCHOBHOIO 03HAKOIO 3aii307€(IIUTHOT aHEeMii € TIMOXPOMis €PUTPOIUTIB 31
3HIDKEHHSIM KOJIPHOTrO Toka3Huka MeHie 0,87, 3MEHILEHHS CEpelHbOro BMICTY 1
KOHIIEHTpAllll0 TeMOITIO0IHY B EpUTPOLUTAX, CEPEAHLOTO 00 €My EPUTPOIIMTIB.
HudepeHmianbHy 1arHOCTUKY MPOBOIATH 3 AHEMIEI0 XPOHIYHUX 3aXBOPIOBaHb, a
TAaKO)X 3 IHIIMMU THITAMH TIMOXPOMHUX aHEMil, MPU SKUX € MOPYIICHHS CHHTE3Y
reMoro0iHy, He oOymoBieHi nedimuTom 3amiza. Jlo HUX BIIHOCSTHCS CIAIKOBI Ta
HaOyTi aHeMii, TIOB'sI3aHl 3 MOPYIICHHSIM CUHTe3y nopdipuHiB Boreme (mopdipii) i
OuikiB B m00iH1 (Tamacemii). Ha Biaminy Big 3amizofedilUTHOI aHeMmii, IIe
3aJi30HACHYCHI aHeMmii, dYacTtime 3 HOpMajJbHUM a0o0 IiJBUIICHHUM BMICTOM

CUPOBATKOBOIO 3aii3a 1 peputuny 1 HopmasnbHoi OXKCC.

IToka3Huk 3anizonedinuTHa “AHeMisl XpOHIYHHUX
aHeMis 3aXBOPIOBAHb”
PiBeHb cupoBaTKOBOTO 3aiTi3a U !
3arayibHa 3aJ11303B’sI3yBajibHA ™1 !

3MIaTHICTh CHPOBATKU

BwmicT ¢pepuruny ! "

[IpumiTka: |-3HUKEHUH, T-TI1IBUIICHUN

JI ikveauns

BUSBIICHHS 1 YCYHEHHS IPUYMHU PO3BUTKY 3al1130€(IUTHOT aHEMI];

- KOpeKIisi mediriTy 3ami3a 3 JOMOMOTOK TPHU3HAYCHHS 3a1i30BMICHHUX
mpenapariB JjIsl BHYTPIITHbOTO BXKUBAHHS;
- IpU TSOKKIN aHeMii a00 HEOOX1HOCTI MIBUAKOTO MITHATTSA MOKa3HUKIB BMICTY

reMorIo0iHy Ta epUTPOIMTIB Ha (DOHI Teparii mpernapaTamMu 3aii3a MPU3HAYAIOTH
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epurponoetrH (pexkopmoH, Enositan, Eno6iokpun, remakc, enpexc) 10 30-40 tuc. on
Ha TYIKJEHB I1/K 0 HopMaJli3allli aHali3y KpoBi.

11 punyunu 1ikyveanns npenapamami 3a1i3a.

- Xap4oBe 3aJ1130 He KOPUTYE MedinuT 3ami3a.

- YHUKAaTH TPUHAOMY TPOAYKTIB, SKi 3MEHIIYIOTh BCMOKTYBAaHHS 3aji3a
(mpemaparu KaJbIlito, MOJIOKO, CUp, TaHIH B 4ai).

- HenonineHo ogHOuacHe mpu3HaueHHs (PoOJIi€BOi KICJIOTH Ta BITaMiHIB rpynu B,
SIKIIIO HEMAE TTOETHAHOT aHEMI].

- He pexoMeHytoTh ipuiiMaTu npenaparu 3aiisa 3 iKero, aHTalluJaMu.

- JlikyBaHHA mpemnapariB 3aiiza mpoTsrom 12 MiCSIIB KypcoM Micisi HOpMasli3alii
3micty HB B MIATPUMYIOUMX MOJOBUHHUX BiJI MOYATKOBHX J03aX JUIS TMOMOBHEHHS
3araciB 3aji3a B OpraHi3mi;

- IlapentepanbHO Tmpenapatd 3aiiza (B/B) MpU3HAYAOTh MpPU  MOPYIIECHHI
BCMOKTYBaHHSI TIpW TATOJIOTI] KHWIIKIBHUKA, 3arOCTPEHHI BHUPA3KOBOi XBOpPOOH,
HEMEPEeHOCUMOCTI ~ TpenapariB  3ajiiza BHYTPIIIHBO, HEOOXITHOCTI IMIBUIKOTO
HACHUYCHHS opraHizMy 3aiizoM (peppymiiek, Benodep, cydep).

3anexcHo 68i0 Mexanizmy 8CMOKMYB8AHHS, 6Cl npenapamu 3a1iza NOOLIAI0Mb HA:

1) Tonni 3an130BMiCHI1 (COJIbOBI MOJIicaXapuIHI 3'€IHAHHS 3a113a), cepel] HuX:

- MOHOKOMITOHEHTHI1 TIpemnapary 3aji3a;

- KOMO1HOBAaHI1 npenapara  3aiisa, Kl  MICTSITh JIOMATKOBlI  CKJIaJOBI
yacTUHU (acKOpOIHOBA KHUCIIOTA, (poJli€eBa KUCIOTA, KOMILJIEKCH BITaMIHIB, CEpUH Ta
1HIIIE).

2) HeioHHi 3'enHaHHs, 10 SKUX BIAHOCSTHCS Tpenapar, MpeACTaBieHl T1APOKCH
MOJIIMAJTETO3HIM KOMITJIECKOM TPUBAJIEHTHOTO 3aTi3a.

JloboBa 1j03a mpemnapary MOBHHHA CTAaHOBUTH 3 pO3paxyHKy 2-3 Mr
eJIEMEHTApHOro 3aii3a/ Kr Macu Tina/no0y. [lpenapar npusHadaroTh AJisl HIOJIEHHOTO
BXKUBaHHS, PO3IUISIOUH JIOOOBY 103y Ha 2-3 IPUHOMHU.

3aranpHy 103y Ipemnapary sl MapeHTepaIbHOTo BBEACHHS PO3PAaXOBYIOTH 3a

dopmymoro: Jloza = 150*(6axanuii piseas Hb - icaytounii pisers Hb) + 500 mr
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Ipenapamu 3aniza ([ auoyxosea C.M., 2001)

HasBa

npenapary

Cxuan npenapary

dopma i
3araJibHUi

BMICT 3aJ1i3a

KineskicTh
eIeMeHTap-

HOIO 3aJ1i3a

B TabJeTL1
Pandepon-12 | dymapar 3amniza, goiiea Karc., 300 mr | 100 mr
KHCJIOTa, ackopOiHoBa kuciota,| Emikc., 5 man | 41 mr
1[1aHOKoOaIaMiH, cyabdar 200 mr
IIUHKY, [IUTPAT aMOHIIHOTO
3aimi3a, (hosieBa KUCIOTa,
BIT. B12
Cop06idep AckopOiHOBa KHCIIOTA, Ta6m., 320 mr | 100 mr
Hypynec Cynbdar 3amiza
deporuieKkT AckopOiHOBa KHUCIIOTA, Tabn., 50 mr | 10 Mr
Cynbdar 3amiza
depporeke Ackop0OiHOBa KHCTIOTA, Tabn., 50 Mmr | 20%
Cynbdar 3amiza
Tapaudepon- | AckopOiHOBa KHCIIOTA, Hpaxe,
perapa Cynbar 3aniza, MykonpoTeosa| 256,3 mMr 80 Mr
I'tHO- AckopOiHOBa KHCIIOTA, Hpaxe,
TapaudepoH Cynbdar 3amiza, 256,3 mr 80 Mr
MYKOTpOTe03a, (posieBa
KHCJIOTa
Maxkpodep ['mroxonar 3amiza, omiera [Hwurmy4i 12%
KHCJIOTa TabI1.,625Mr
DeHtoMbe AckopOiHOBa KHUCIIOTA, Karc. 45 mr
Cynbar 3amiza, HIKOTHHAMI]I,
BiTaminu rpynu B
AxTudepun Cynbdar 3amniza, D, L- cepun, | Kamc.0,1138r | 0,0345r

[JTI0K03a, QPYKTO3a, KaJiIo

Karmi, 1 mr
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copobar -0,0472 1 0,0098 r

Torema I'mroxoHaTt 3airi3a, Mijl, Ammnynu 3 50 Mr
MapTaHIIio PO3YMHOM
JUTSI TTIATTS
[moGipon dywmapar 3amiza, posieBa Karc., 300 mr | 100 mr

KHCJIOTAa, IIlaHOKoOaIaMiH,

MIPUAOKCHH, TOKY3aT HATPIIO

B ocranH1 poku 3sIBUJIHCS CIIIIYIOUH MpENapaTu:

MansTodep 3amizo (111) Karmc., 357 mr | 100 mr

MOJIIMAJIBTO3HUNA KOMILIEKC

Opodep INapoxcuy 3amiza (111) Karc., 550mkr | 100 mr
MOJIIMAJIBTO3HUI KOMILIEKC,

doieBa KucIoTa

Xedepon dymapar 3amiza Ta6m., 350 mr | 100 Mr

deppyM-sek INapokcua 3amiza Ta6m., 100 mr | 100 Mr

MOJIIMaJIETO3HUM KOMITJIEKC

Hpod)iﬂakmulme NPU3HAYEHHS npenapamie 3a1i3a I’lDO@OOMl’I’le}Z.'

- KIHKaM, Y IKUX MEHCTpYyallli psCHi, MPOTAToM 6-7 AHIB 1 OLjbIIe;

- BariTHUM IIICJIS TIOJIOTIB 1 B MIEP10T JIAKTAIIi1 3 SBHUM a00 MPUXOBAHUM
nedinurom 3aniza;

- MOCTIHHUM JJOHOpaM TICIIs c1aql KPOBi 10 2-X THXKHIB, OOMEXUTH 37a4y KPOBi
XKIHKaM 110 1-2 pa3iB Ha piK, YOJIOBIKaM - 110 2-3 pa3iB.

VY Tepamii anemii XpoHIYHHUX 3axBoproBaHb (pu XHH nedinkoBoro adbo
HUPKOBOTO TTOXO/KEHHS, TTPHU MyXJIMHAX, XPOHIYHUX CUCTEMHHUX 3aIlajbHUX
npoliecax) MoKa3aHo MPU3HAYCHHS €PUTPOIIOCTHHY.

[Tpu BusBnenHi indikyBanus H. sacter, mepi 3a Bce, HEOOX1THO TPOBECTH
Horo epajikalliro 3a CTaHAAPTHUMU cxemaMu Teparii. bes mporo Teparis
npenaparamu 3aiiza Majio epexTuBHa 1 €(EKT HE CTIUKUH.

3 pazku KAHIYHUX OIaCHO3I8

30



1. 3anizonedinuTHA MOCTreMopariyHa aHeMisi CEpPEeIHbOTO CTYIICHS TSKKOCTI.
JleoMioma Ti1a MaTKu, METPOpArii.

2. 3amizonedinuTHA aHEMis JIETKOTO CTYyTNEHS TSHKKOCTi. PaHHIM X70po3.

AHeMil, TOB’A3aHi 3 NOPYLICHHSAM CHUHTe3Y NOp(ipuHIB i rema
(cuzepoaxpecTHyUHi)

MKX-10: /164

Jlist mopyiieHb CUHTE3y MOPQIpUHIB 1 reMa XapaKTepHi: TIOXPOMHA aHeMis,
BHCOKHUH BMICT 3aji3a B OpraHi3Mmi, reMocuaepo3 oprasiB. CrnaakoBi aHeMii 1IbOTO
TUITy 3yCTPIUalOThCsl TOPIBHSIHO PIAKO, MepeBaxHO y 4oioBikiB. Halyti dhopmu
3a3BU4Yail OOyMOBIIEHI 1HTOKCHKAIlI€l0, 4YacTiimie CBUHLEBOK. CHHTE3 mopdipuHiB
MOPYIIYETHCS TaK camo Mpu AediluTi B opranizmi Bitaminy Bo.

C naodkoei chopmu

VY 1945p. Cooley onucap OpaTiB 3 OBaJIOIUTO30M, BUPAKEHOIO TIIOXPOMIEIO
EPUTPOITUTIB 1 BUCOKMM BMICTOM 3aji3a CUpOBaTKU B 5 mokoiHHAX. Y 1949p. Mills 1
Lucia noBigoMmin mpo ABOX OpaTiB 3 TIMOXPOMHOIO 3aJ1130-pePpaKkTePHOIO AHEMIEIO.
VY oxHOrO 3 HUX Ha PO3THHI BUSABIEHO remMocujepo3 opraHiB. ¥ 1957p. Heilmeyer i
CITIBaBT. OMyOIIKyBaJid JIaH1 IIPO JIBOX OPAaTiB 3 T1MOXPOMHOKO aHEMIEI0, Y SKUX MPH
JOCHIPKEHHI KICTKOBOTO MO3KY OyJid BHSIBJIEHI B 3HAYHIA KIJTBKOCTI CHUAEPOOIACTH.
Heilmeyer Bmeprne BucyHyB MOHSTTS ‘‘cuaepoaxpectudna aHewmis’ . Heilmeyer
NOB'SI3yBaB 11 31 3HM)KEHHSIM aKTUBHOCTI ()EPMEHTIB, 110 OEpyTh Yy4acTh B CHHTE31
rema. [onmoBHMM mpu 1i XBOpOO1 € TMOpPYIICHHS YTBOPEHHA MOpQipHHIB, a HE

BUKOPHUCTaHHS 3ai3a.

Il amocenes
CnankoBe TOpYLIEHHS CHUHTE3Y NOp(IpUHIB YacTille 3yCTPIYAEThCS Yy
YOJIOBIKIB, TaK SIK YCHaJAKyBaHHS 34eruieHe 3 X-XpoMocoMoro. Piamie 3ycrpivaeTscs

iHIma Qgopma XBOpoOM, IO YCHAIAKOBYETHCS AyTOCOMHO - PEILECHBHO; BOHA MOXKE
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crioctepiratucsi 'y >kiHOK. [lopyieHHs yTBOpeHHs TpoTonopdipuHy OO0yMOBIIOE
HEMOXJIMBICTD 3B'sI3yBaHHS 3aj1i3a 1 BHACIIOK IIbOTO HAKOMWYEHHsS WOro B
oprasi3mi. SIKio 3ami30 HaJXOJUTh MEPEBAXKHO B MEUIHKY, PO3BUBAETHCS KapTHHA 11
IMPO3y; P BIIKJIQJACHHI 3a1i3a B MIJNUTYHKOBIN 321031 BUHUKAE IYKPOBHI J11a0eT.
HakonuvenHss 3amiza B s€4Ykax TPHU3BOAWTH JIO PO3BHUTKY €EBHYXOIIW3MY, B
HAJHUPKOBUX 3aJ103aX - J0 HAAHUPKOBOI HEOCTATHOCTI. BinkmaneHus 3aimiza B M'si31
ceplls BUKIIMKAE HEOCTATHICTh KPOBOOOITY.
K ninika

Kniniuni mposiBM  XBOopoOM 3ajiexarb BiJi BHpaxeHOCTi aHewmii. Ckapru
3a3BUYail 3BOMSTBHCSA JO CJIAOKOCTi, MIJBHINEHOI CTOMJIFOBAHOCTI. Y XBOpHUX 3
JTUTUHCTBA BUSIBISIETHCSI TIOMipHA TIMMOXPOMHA aHeMisl. 3 POKaMH CTYMiHb MaJIOKPIB's
3a3BUYail 30UTBIIY€EThCS. 3'ABISIIOTHCS KJIIHIYHI O3HAKW HAJAMIPHOTO BiAKJIAJICHHS
3ajli3a B oOpradi3Mi. Moxe pO3BUHYTHCS BHUpa)xeHa M’si30Ba CJIAOKICTh, 1HOMII
BUSBIIIIOTHCSI O3HAKU ITyKPOBOTO A1a0eTy, y YaCTUHU XBOPUX BU3HAUAIOTHCS 001 B
KUBOT1, HETIPUEMHI BIAUYTTS B OOJIacTI MpaBOro miapedep's, y OesKUX XBOPHUX -
CKapru Ha 3aJMIIKy, HaOpsAK Hir, cepueOuTTa. [Ipu 00'€eKTUBHOMY MOCIHIIKEHHI Y
JAaCTUHU XBOPUX BUSBILIETHCS TEMHE 3a0apBIICHHS IIKIPH, MEUiHKa 301IbIIIEHA, P1IKO
najabIy€eThCs Celie31HKA.

Jlabopamopna diaenocmuxa

B ronocti anemis B O0NBIIOCTI BUMAAKIB OyBae MOpiBHSAHO HeBenuka - 80-90
I/, TpOTE MOCTYNOBO BMICT reMomio0iHy 3HMWXKyerbcs o 50 -  60r/m. Bwmict
PETUKYJOIMTIB Yy XBOPHX 3a3BU4Yail HOpMalibHEe a00 Kiulbka 3MeHIIeHe. BwicT
JICMKOLIUTIB, TPOMOOLIUTIB, JIEWKOLUTapHa (GopMysia HOpMaJibHI 10 THX Mip, MOKU HE
PO3BHUBAIOTHCS BaXKKI 3MIHU 3 OOKY Me4YiHKH. EpUTPOIMTH B Ma3Ky Pi3KO TiMOXPOMHI,
BUSBJIISIETHCS HEBEJINKA MIIIEHENOA10HICTD, BI/13HAYAETHCS aH1301IUTO3,
HOMKIJIOLIMTO3.

B kicTkOBOMY MO3KY BifJ3Ha4a€ThCs pi3Ke MOAPA3HEHHS YEPBOHOTO MApPOCTKA,
30UTbLIEHHSI KUIBKOCTI 0a30(UIbHUX epITPOKAPIOLMTIB 1 3MEHUIEHHS KUIBKOCTI
reMoro6iHizoBanux ¢opm. [lpu crnemiambHOMYy 3a0apBlICHHI BUSBISETHCS BEIHKA

KUIBKICTh ~ CHJIEpOOJIaCTIB, TpaHyJId 3aji3a KUIbIEM OTOYYIOTh sApo. Take
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po3TanryBaHHs 3aji3a MOB'SI3aHE 3 THM, 10 IPH HEAOCTAaTHHOMY BKIJIFOUEHHI 3ajli3a B
MOJIEKYJ Ty TeMa MeTaj BiIKIaAa€ThCs B MITOXOHAPIAX, SIKE PO3TAIIOBYEThCS HABKOJIO
A1pa 1 e B HOpMi BiIOyBa€eThCsl CHHTE3 rema 3 mpoTonopdipuny 1 3amiza. MoxIuBo,
10 HAJJTUIIIOK 3aJ113a B MITOXOH/IPIsSX MPU3BOIUTH JI0 PO3'€THAHHS MK OKHCJICHHSM 1
dbochopuntoBaHHSIM, a 1€  OOYMOBIIOE  BHYTPIIIHBOKICTKOBY  3arubenb
epITPOKAPIONUTIB 1 Hee(HEKTUBHUN EPUTPOIIOE3 3 AHEMIEIO B KPOBI.

Bwmict 3amiza cupoBarku 3HayHO mijBuilieHo. HacuueHus TpanHchepuny y
outbIocTi XBopux Maiixe 100%.

[Ticns BuyTpimHBO M'si30Boro BBeaeHHa S00 Mr gecdepana y XBOpHX 3
NOPYIICHHSIM CHHTE3y MOp(ipvHIB BUBOAUTHCS 5-10 mr 3amiza Ha 100y mpu HOpMI
0,6-1,3 mr / no0y.

VY yYacTMHU XBOPUX Ha aHEMII0, MOB'A3aHy 3 MOPYIIEHHSIM CUHTE3Y MOPQIpHUHIB,
BUSBIIAE€THCS MMIJIBUILIEHHS BMICTY IIYKpY KpOBI, MTOB'3aHE 3 BIAKJIAJCHHIM 3ajli3a B
MIUTYHKOBIN 3amo031. 3MICT ypomopdipiHa epuUTpOLMTIB 3a3BUuYail HOpMasibHE. B
IHIIMX BUMAJKax OyBae 3HWKEHUH BMICT SIK POTOMOPPUPUHY, TaK 1 KonmponopdipiHy
epUTPOLIUTIB, @ TAKOXK MOXKE OyTH 3HMKEHHI BMICT NOTIEPEIHUKIB TOPPOOILTIHOTEHY 1
d- aMiHOJEBYJIMHOBOI KHCIOTH. BMicT mopdipuHiB 1 iX TNONEPEIHHMKIB B Cevi
3QJIMIIAETHCS  HOpPMabHUM. [HOMI B  J1arHOCTUIN  JOMOMArae JI0CIHiJKEHHS
OiocuHTE3y MOPdipuHIB in Vitro 3 d-aMHUHOJIEBYTMHOBOI KHCIIOTH.

VY neskux XBOpPUX, OCOOJHMBO Yy XKIHOK, SKI CTPaXJIalTh i€l (hopMoro
XBOpOOM, MOPYLIEHUH HE CUHTE3 MOPQIpUHIB 3 d-aMUHOJIEBYIMHOBOI KHUCIIOTH, a
cUHTE3 d-aMUHOJIEBYJIMHOBOI KHCIIOTH.

Habymi hopmu nopdupiii

Csunuese ompyecHHs

CBHHIIEBE OTPYy€HHsS HAcTae B THX BHUIIQJKAaX, KOJU CBHUHELb NPOHHUKAE B
OpraHi3M y BUIJISIII PO3YMHHOI coJii. BOHO criocTepiraeThcs HalyacTilie y TUX XTO,
Ma€ KOHTAKT 31 CBUHIIEM Ha BHUPOOHHUITBI. [l0OyTOBE OTpYy€HHS CBUHIIEM MOXE
CIIOCTEPIraTUCS IPH BXKUBAHHI 1K1 13 NIMHIHOTO MOCYAY KYCTapHOTO  BUPOOHMIITBA.

Jlis monminmiieHHs 30BHIINIHBOTO BUIVISAY TOCYAY, MOSBU ONHCKY KycTapi

HEPIJAKO BBOJATH JO CKJIAAy IVa3ypl CBUHIIEBHH CypHK abo mieT. SIKIo B TakoMy
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[JIMHSHOMY TOCY/l 3HAXOMATHCS KHUCI1 TPOAYKTH 1 OpraHi4HI KUCJIOTH YTBOPIOIOTH
PO3YMHHI COJII 31 CBUHIIEM, 10HH CBUHIIIO MPOHUKAIOTh B MPOAYKTH, 5Kl 30€piratoTbCs
B nocyzi. Lle mpu3BoauTh A0 PO3BUTKY CBUHIIEBOTO OTPYEHH.

JIJisi IerKoro CBUHIIEBOTO OTPYEHHSI XapaKTepHI AacTEHis, TOJIOBHUN Olfb,
3aMaMOPOYCHHS, 3HIKCHHSI TaM'aTi, MOraHWi COH, 00J1 B KiHIIIBKaxX. BijabIn Baxkke
OTPY€EHHS TPU3BOIUTH 10 BUPAKEHUX pO3JIaJiB HEPBOBOI CHUCTEMH: HacaMIepe[
XapaKTepHUU CUHAPOM PYXOBOT'O MOJIHEBPUTY, MPHU SIKOMY YPaKarOThCS MEPEBAKHO
pPO3rHHAY1 KUCTEH 1 NaNbIIB PyK, PIALIE - 3TUHAUYl; MOKYTh BUHUKAaTH TETpanapes3u.
[HO1 PO3BUBAIOTHCS YYTJIMBI PO3IAAU: 3'SBISIFOTHCS OO B KiHIIIBKAX, OOJIOYICTH 1O
XOMy HepBiB. Y BaXKHX BUMAJAKaX PO3BHUBAIOTHCA O3HAKW CHIe]aonarii,
BiJI3HAYAETHCS HICTArM, AU3apTpis, TpeMop. 3pijka y AITeH pO3BUBAETHCS KapTHUHA
HaOpSAKYy MO3KY, koMma, OyBaroTh emniientudopmui cyaomu. IS TSKKOTO
CBUHLIEBOIO OTPYEHHS XapakTEpHO MiJABUIIEHHS apTeplalbHOrO THUCKY, 1HOAl A0
BUCOKMX HHGP. YpakeHHS ILTyHKOBO-KHUIIKOBOTO TPAKTy MOXe OyTH 1 mpu
HETSHKKOMY OTpPYEHHI CBHMHIIEM. BOHO BHpaXaeThCsi B PI3KOMY 3HMIKEHHI aleTuTy. Y
BAXKUX BUMAJKaX BUHHUKAIOTh CBMHIIEBI KOJIKH, SIKI XapaKTEpU3YIOTHCSA DPI3KUMU
O0OJsIMH B KUBOTI, 3amopoM, SIKl HE MIATal0Th HIisAKIA Teparii. Y 1ei nepion
HEPIJKO CIIOCTEPIraeThes CyodedpuiibHa TeMIIepaTypa.

JUis  CBUHLIEBOTO OTPYEHHS BBAaXKAETbCS XapaKTEPHUM CBOEPIIHUN BHJ
XBOPOTO: 3eMJIMCTUH, OIICTh 3 CIpyBaTUM BIJTIHKOM, IOB'sI3aHa SIK 3 aHEMI€EIO, TaK 1
Ca3MOM CYIMH 1 BIAKJIaJA€HHSIM B IIKipli mnopdipuHiB. Hepigko BuUsBIsA€ThCA
CBUHIIEBA OOJIIMIBKA Ha SICHAaX, IO MPEJCTABISE BYy3bKY CMYTY JIUIOBOTO KOJIBOPY, B
OCHOBHOMY Y MEPEJIHIX 3y0iB MO KParo SICEH.

Byno BcTaHOBNEHO, MO0 TOSIBA B C€Yl BEIMWKOI KUIBKOCTI TOp(ipWHIB TpU
CBUHIIEBOMY OTPYE€HHI - HACHIJIOK MOPYUIEHHS cUHTe3y rema. CBuHelb OJIOKye
Cynb(QriipuibHl TPYNH B aKTUBHUX LIEHTpax JABOX (PEPMEHTIB, 5IKI OEpYTh y4yacTh B
CUHTE31 Trema: Jerijpasu d- aMUHOJIeBYIIHOBOT KMCIOTH TeMCUHTETa3u. B pe3ynbrari
IBOTO B Ce€Yl HAKONMUYYe€ThbCs d-aMIHOJNEBYIIHOBA KHUCJIOTA, a B EpPUTPOLMUTAX -
npotonopdupuH. BmicT 3ami3a 301IbIIYETHCS B 3B'A3KY 3 MOPYIICHHSIM OCBITH I'eMa.

3BIICH 3pO3YMLIIO, 1[0 AHEMISl Y XBOPUX HOCHUTH TIIIOXPOMHUMN XapakTep.

34



VY maroreHe3i aHeMii NMpu CBUHIIEBOMY OTPYEHHI MarOTh 3HAYEHHS, MO BCIH
WMOBIPHOCTI, TakoX 1 1HII MexaHi3Mu. [Ipyu CBHHIIEBOMY OTPY€EHHI ACIIO 3HUYKEHA
MIBUJAKICTH Ol0CHHTE3y TOOIHY, ocoOnuMBO a-nmaHiora. lle Takox copuse
riMOXpOMHOMY XapakTepy aHeMii. € 03HaKH MiJIBUIIEHOTO IeMOJIi3y, MOB'SI3aHOTO 3
NOPYIICHHSIM K MEMOpaHU €pUTPOLIUTIB, TAK 1 aKTUBHOCTI JIeAKUX QepMeHTiB. bymno
BCTAHOBJICHO, IO CBHUHEIb (IKCYETbCS HAa MeMOpaHI €PUTPOLMTIB, IMOPYIITYIOUH
aktuBHICTh Na-, K- 3anexnoro AT®-a3u, 1m0 NOpU3BOAUTH O 3HUKEHHS
KOHILIGHTpALlli KaJil0 B EPUTPOLUTI 1 BKOPOYEHHS JKHUTTA epurpouuta. Ilpu
CBUHIIEBOMY OTpy€HHI 3HWXKyeThcsi Kiunmbkicth HAJ[ 1 HAJI®. bazodinsHo-
NYHKTUPOBAHI EPUTPOLUTU MICTATh 3aluIIKA MiToXoHApid. Ilopa3ka HepBOBOI
CHUCTEMHM IPU CBHHIIEBOMY OTPY€EHHI TAKOX MOB'sI3aHa 3 MOPYLIECHHSIM CHHTE3Y T'eMa B
HEPBOBIM KJIITHHI 1 3 TOpYIIEHHAM YTBOpeHHsI AT® B HiH.

Anemii, nog'si3ani 3 nioguUUeHUM CHONCUBAHHAM 8IMAaAMIHY B6.

JloOoBa 3anexHICTh JIOAWMHYU Y BiTaMiHi B6 piBHa IMT JIeTKO TOKPUBAETHCS 32
PaxyHOK XapyOBUX PEUOBHUH 1 O10CMHTE3y BITaMiHY B KUIIEYHUKY. JlepiuuT BiTaMiHy
B6 BuHMKae Bkpail pigko - JUIIE y TPYIHUX ITEH, 3HAXOASATHCS HA IITyYHOMY
BUTOZIOBYBaHHI, a00 MpU CTaHAX, CYMPOBOIKYIOTHCS IMIJIBUILIEHOIO MOTPeOoI0 Yy
BiTamiHl. [lizBuIeHe cnioKUBaHHS BiTamMiHy B6 cnocTtepiraeTbcs Mmpu 3acTOCyBaHHI
npenapariB Tpymny 130HIKOTUHOBOI kucioTH. [IIBuaie 3a Bce, aHEMis pO3BUBAETHCS Y
0Ci0, y SIKUX € IOPYIIEHHS CUHTE3y MOp(IpUHIB UM YTBOPEHHS Mmipuaokcanbhocdara.
VY XBopuX € JieTka JareHTHa (opMa aHeMIi, gKa MOB'I3aHA 3 MOPYLICHHSIM CHUHTE3Y
nop(ipuHiB, sKa MPOSABIAETHCS JIUIIE MICIS BIUIMBY JIiKIB, MPAKTUYHO HEIIKIJINBA Y
3JI0pOBUX OCi0.

I ughepenyitina diacnocmuxa

IIpo nopyieHHs cuHTe3y NOpQIPUHIB MOXKHA TyMaTH Y BUIIQAKaX TIIOXPOMHOT
aHeMli y 4YOJIOBIKIB 3 BUCOKMM BMICTOM 3aili3a cupoBaTku. Lle Moxke matu micue npu
TajaceMisix, fKi 3yCTpIdalOThCcs B JEKUIbKa pa3iB yacTimie , HiK nopdipuHOBa
xBopoOa. Ilpu Tamacemisix, SIK 1 NpU aHeMii , MOB'I3aHOI 3 MOPYLICHHSIM CHHTE3Y
nop¢ipuHiB, BHUSIBISIOTHCS O3HAKHM HEEe()EKTHUBHOTO EpPHUTPONOE3y, MIIICHEBHIHI

epUTPOIUTH, 0a3zopuiIbHA IMyHKTAIisl epuTporuTiB. OfHaK, Mg Tajacemii OUTbII
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XapaKTepHO 301IIbIIIEHHS PO3MIPIB CEJIE31HKH; BMICT 3ajli3a CHPOBATKHU MIPH TaJlaceMil,
K TpaBWIO, BHCOKAa SK mpu nopdipisx. uga nopdipii Ouibin  XapakTepHi
CUAEepoOIacTd 3 KUIBLIEBUM pO3TallyBaHHSAM 3aiiza. Jlomomarae B J1arHOCTHII
BU3HAYCHHS BMICTY TOpQUPHUHIB EPUTPOLUTIB 1 JIOCHIPKEHHS O10CHHTE3Y
nopdipuniB in vitro 1 d-amuHONEBYNIMHOBOI Kuciaotu. I[lpm 1mpomy HE0OXiIHO
JOCIIKYBaTH BMICT (DETaIBHOTO TeMOITIO0IHY 1 TeMOrTo0iHy A2 1Isi BUKITFOUEHHS
B-tamacemii. Cnig 3BEpHYTH yBary Ha XapakTep YyCHaAKyBaHHS: Ui Tanacemii
XapakTEepHUI JTOMIHAHTHUW THIl CHAJKyBaHHS, TOOTO TE€TEPO3UTOTHA TajlaceMis
BUSBIIIETbCS B PI3HUX TMOKOJMIHHSX CIM'T, TOMl SIK Ui aHeMii, TOB'SI3aHOI 3
NOPYIICHHSIM CHHTE3y MNOpQIpUHIB, XapakTepHE YyCHaJKyBaHHS, 34emieHe 3 X-
XPOMOCOMOIO.

Husbkuii KomipHUI MOKAa3HUK 3 BUCOKMM BMICTOM 3ajli3a CIIOCTEPIraeThes MpH
HAaOyTUX MOPYIICHHSIX CUHTE3Y MOPQIpUHIB, B YACTHOCTI MPU CBUHLIEBOMY OTPY€EHHI.
[Ipi cBUHIIEBOMY OTPY€EHHI BUSIBISIOTHCS O3HAKHU, K 1 MPU CHAJAKOBOMY MOPYIIEHHI
cunTe3y nopoipuniB. OJHAK, MPU CBUHILIEBOMY OTPYEHHI BHSBISIETHCS YpaKEHHS
HepBOBOi cucteMu. Yacto OyBatoTh 00l B JKHUBOTI. BifcyTHe 301bLICHHS pO3MIpiB
CeJe31HKH, 1HO1 CIIOCTEPIraeThCsl MPH CHAJKOBOMY MOPYIIEHHI CUHTE3Y MOPQIpHHIB.
3 010XIMIYHUX O3HaK JJI1 CBMHLEBOIO OTPYEHHS XapakTepHE MiABUIICHHS BMICTY B
cedi d-aMHUHOJIEBYJIMHOBOT KUCIOTH 1 Komporop(ipuHa, B €pUTPOIUTAX MIABUIIICHHS
BMicTy mnpotonopdipuny. [Ipu cnagkoBomy aedexTi cuHTely nopdipuniB BmicT d
aMIHO-JIEBYJIIHOBOM ~ KHUCIOTH 1 KompomopgipiHa ce4dl HOPMallbHUW, 3MICT
nporonopprupruHa B €PUTPOLIUTAX 3HUKEHUU, a He 30umbmieHuid. Kpim Toro, mpwu
CBUHIIEBOMY OTPY€HHI B C€Yl BUABISAETHCA 30UIbIIEHA KUIBKICTh CBUHIIO, OCOOJIMBO
IICJISI BBEIEHHS KOMIUJIEKCOHA.

HudepeHiiuuii 11arHo3 JOBOJUTHCA MPOBOIUTH 3 yCiMa 3aXBOPIOBAHHSIMU,
Opy SIKUX B OpraHi3Mi Mae MiClle HaJJuIIOK 3aimi3a. Jlo HMX B mepury 4epry
BITHOCUTHCA TEMOXPOMATO3 - CIAJKOBE 3aXBOPIOBAHHS, NPH SKOMY B OpraHi3Mi
BU3HAYAETHCS BEIMKUN HAUTUIIOK 3aii3a, MOB'SI3aHUN 3 TMOPYIICHHSIM OOMEKEHHS

BCMOKTYBaHHSI 3aiiza 3 Tki. [Ipm remoxpomaros3i y XBOPHUX HE CIOCTEpIraeThecs
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aHeMmis. YTWiizaiis 3amiza, YTBOPEHHS TEeMOIIOOIHY IpH TEeMOXpPOMAaro3i He
CTpaXJ1aloTh. B KICTKOBOMY MO3KY HEMa€ XapaKTePHUX KIIbIEBUX CUAEPOOIACTIB.

Bucokuii BMICT 3aii3a BUSBIISETHCS MPH 3aXBOPIOBAHHSX, MIPH SKUX 3BYKECHUN
YEpBOHUN MAPOCTOK, - MPH MHapiuaibHIi yepBoHOKIITHHHOI aruiasii (ITYA). Tlpu
bOMY 3aXBOPIOBaHHI BHSBJICHI aHTUTUIA B CHUpPOBATLl, SIKI CHPSMOBaHI MPOTU
AHTUTEHY, HAsSBHOTO Ha TMOBEPXHI €pITPOKAPIONHMTIB, ajie¢ BIACYTHHOTO HA MOBEPXHI
EPUTPOLIMTIB 1 IHIIUX (POPMEHUX €JIEMEHTIB KPOBI 1 KICTKOBOT'O MO3KY.

Pe3ynbraToM 3HUIIEHHS KICTKOBOMO3KOBHX €pITPOKAPIOLITOB € BIJICYTHICTb
a00 pi3Ke 3HMKEHHS €pITPOKAPIOIITOB B KICTKOBOMY MO3KY, BaXKKa aHEMisl 3 TOBHUM
a00 Maibke MOBHOIO BIJICYTHICTIO PETUKYJOLMTIB IpH 30€piraHHio HEUTporoese 1
TpoMOoIiiTormoese. YUepes pi3ke OOMEXKEHHS EPUTPOIOE3y 1 BHACTIIOK YaCTHX
reMoTpancdy3iif B opraHizMi HAKOMUYIY€EThCS HAJIUIIOK 3aJ113a, sIKe BIJKIIAIa€ThCS Y
BCIX OpraHax 1 BHUKIMKAa€ KapTUHY TeMOCHAEpO3a, 10 Haragye Ty, sKa
CIIOCTEPIraeThCs NPH MOPYIICHH] ciHTe3a nopdipiHoB. BiapisHse iX onuH BiJ OMHOTO
KOJIIPHUI TOKa3HUK - HOPMaJbHUI MpPHU NaplUalbHI YEepBOHOKIITKOBIN arasii 1
PI3KO 3HIDKEHUH NMpHU MOpPYIICHHI cuHTe3y nopdipunis. [Ipu octanHiil Gpopmi BMICT
PETUKYIONUTIB TmieprudepruyHoi KPOBl HOPMaJIbHUM a00 3JIerKa IMiJBUILCHHM, BMICT
epITPOKAPIOLMTIB  KICTKOBOTO MO3Ky pi3ko mnigBuieHuid. Ilpu napruanbHii
YEPBOHOKJIITKOBIM ariasii 3MICT PETUKYJONIMTIB PI3KO 3HUKEHUH 1 B KICTKOBOMY
MO3KY HaJI3BHYalHO MaJio epiTpokapionuTiB. JlomoMarae B AiarHOCTHIll BUSBIICHHSI
AHTUTLI, XapaKTEPHUX AJIA MapLiajJbHOI YePBOHOKIITKOBOI arasii.

Bucokuit BMicT 3ai3a BUSIBISIETHCS TIPH AINIACTUYHOMY CHHJIPOMI OY/b-5SKOTO
reHe3y. BinMiHHOCTI B epuTpomnoesi Ti xk, 1o i1 npu [TYA. Ha nonmarok, s arasii
XapaKTePHO Pi3Ke 3HIKECHHS PIBHA HEUTPO(DLTIB 1 TPOMOOIUTIB, 3HIKEHHS KUTHKOCTI
METrakapiolUTiB B KICTKOBOMY MO3KYy, HasBHICTb BEJIHMKOI KIUJIBKOCTI JXHpPY B
Tpenanari. [Ipu nopymenHi cuHTe3y nopQpipuHiB BMICT HEUTPOPLIIB 1 TPOMOOLUTIB
HOpMaJbHUN a00 3JIeTKa 3HIKEHUH, B KICTKOBOMY MO3KY JOCTaTHIi a00 301IbIIIeHHA
KUIBKICTh MErakapiollMTiB, KIJIbKICTh JKUPY B KICTKOBOMY MO3KY HE 3MEHILICHA, a

301JIbIIIEHA.
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HudepeHmiaabHuil 11arH03 CBUHIIEBOTO OTPYEHHS MPOBOIATH HacamIiepes i3
3aMi304e(MIUTHOI0 aHeMi€ro, a Oom B JKMBOTI MpH I[bOMY JalOTh MiJCTaBy
MOMUJIKOBO MPUITYCKAaTH KPOBOBTPATY 31 IMUTYHKOBO-KHIIIKOBOTO TPaKTy B 3B'SI3KY 3
BUpa3ko ab0 MyXJWHOK IIUTyHKa a0o0 KuiikiBHHKA. HasBHiCTH 06azoduiabHOT
NYHKTalll B €PUTPOLUTAX, MINIEHENOAIOHICTh, BUCOKMI BMICT 3aili3a CHUPOBATKH,
O3HAaKH MIJABUIICHOTO TEMOJII3y, CUMITOMH BUPAXEHOI acTeHii abo MOMHEBPUTY
JAI0Th MIJCTaBy TyMaTH PO CBUHIIEBE OTPYEHHS.

JudepeHuiiHuil 11arH03 T0BOAUTHCS TAKOK MPOBOJIUTH 1 3 PI3HUMH (popmMamMu
TEMOJIITHYHUX aHEMIiH, Tak SK IPH CBHHIIEBIM 1HTOKCHKAIli Ma€ MICIIE ITiABUIIICHHS
BMICTY PETUKYJOLMUTIB, pPO3ApaTyBaHHS YEPBOHOIO MMAPOCTKAa KICTKOBOTO MO3KY,
1HKOJIM HEBEJMKE MiABUIICHHS piBHA OuTipyOiHy. [Ipu cBUHIIEBOMY OTpy€eHHI OyBae
MO3UTUBHOIO MpsAMa npoda Kymbca, 1110, 04€BHIHO, MOB'S3aHO 3 OMOCEPEIKOBAHHUM
BILUIMBOM CBUHIIIO HA MEMOpaHy €pUTPOIIUTIB.

3pika MpU TSHKKOMY CTyTel CBHHIICBOI IHTOKCHKAllli B Ce€dl BUSABIAETHCS
TeMOCHJIEpUH, L0 NPHU HASBHOCTI THMIIOXPOMIi €PUTPOLUTIB A€ MIJACTaBy CTABUTH
NOMUJIKOBUN JiarHO3 XBopoOu MapkiadaBu - Mikene abo remomi3iHOBOi (opmu
ayTOIMYHHOI TeMOJIITHYHOI aHeMmii (mpoba Xewma).

CBUHIIEBY IHTOKCUKALIIO JIOBOAUTbCS  JOU(EpEeHLIoBaTH BiJ TOCTPOi
nepemikHOi mopdipii, Ay K0T XapaKkTepHi MOJIIHEBPUT, 1HOAI TeTparuieris, 0ol B
YKWBOTI, YEPBOHUH KOJIp cedi, MIIBUIIECHHS BMICTY KomponopdipuHa B cedi. OgHak
Ha BIJIMIHY B1JI CBUHIEBOI IHTOKCHKALIIl IPU FOCTPI nepeMibkHIN nmopdipii He OyBae
TIMOXPOMHOT aHemii 3 BHCOKMM BMICTOM 3aiiza 1 0a30QuiabHOT MyHKTAI]
epuTpolUTiB. B cedi mpu roctpiil nepeMikHIA nopdipii BUABISETHCSA MEPII 3a BCE
30UTBIIIEHHST BMICTY MOPQOOUTIHOTeHA, B 3HAYHO MEHIIH Mipi d-aMHUHOJIEBYTHHOBOT
KHUCIIOTH, TOJI SIK MPU OTPYEHHI CBUHIIEM BUSBISIETHCS B MEPIIy Yepry 301JIbIICHHS
BMICTY d- aMMHOJIEBYJIMHOBOI KMCJIOTH, @ BMICT TOP(POOUTIHOreHa OyBae HOpMaJbHUM
abo 30imbpIyeThes He3HauHo. Peakiis Eprnixa 3 ceuero Ha mopdoOiiHOTEH 3aBXKIu
NO3UTUBHA TpPHU TOCTpi mepeMikHIA mopdipli 1 HEraTMBHa NpPH CBHUHIIEBOMY
oTpyeHHi. [HOAI mpu moegHAHHI 0OJIIO B )KUBOTI, TIMMOXPOMHOI aHEMIi 1 HEBPOJIOTTUMX

po3iiagax IMOMHUIIKOBO CTABJIAATH IIiaFHOS PaKa IIYHKa 3 METaCTa3zaMH B Xp€6€T.
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K niniuni npuxiaou

Kniniunuti npuxnao 1. Xsopa H., 45p, cnpsimoBaHa B cTallioHap 31 CKapramu Ha

pi3Ky ciaOKicTh, BTpaTy mam'sti, 000 B 00JacTi ceplis, MepioJUUHy KOBTYIIHICTb,
0071 B KiHIIBKax. bynam 3amimo3peni 3amizofedinuTHa aHemis 1 YIOBUIBHEHUN
peBMoOKapaIuT. AHeMisl BUSIBJICHA HE3aJ0BIO 10 HAJXO/KEHHS B KIIHIKY (reMOIio0iH
70 v / n, eputpouutiB 3,0 T r / i, konipauii nokazuuk 0,7; perukynonutu 3,8%). B
Ma3Ky KpOB1 - BHUpaXeHa Tirmoxpomis, 0azoduiibHa MyHKTallisl €pUTPOIUTIB. BMicT
3ai3a cupoBaTku miaBuiieHo. [Ipu gocmimkeHH1 cedi - BMICT d-aMiHO-JIEBYJI1HOBOI
KUCIOTH TiABuieHo B 20 pa3iB y MOPIBHAHHI 3 BEPXHBOIO MEXKEK HOpMHU. Bmict
nopdoOiIiHOreHa ceui HopMaiabHUM, kKonponopdipiHa - miaBuILeHO B 20 pa3iB, BMICT
yporiopdipina HopMmanbHmid. JlocmimpkeHHsT  OlocuHTe3y mopdipuHiB 3 d-
AMUHOJIEBYJIMHOBOT KHCIIOTH MOKA3aJI0 PI3KE 3HMKEHHSI CUHTE3Y, 1110 XapaKTepHO IS
CBHUHIIEBOTO OTPY€EHHs. Y cedl BHUSBICHO 3HAYHUU BMICT CBUHIIIO, SIKUH 3017IbITUBCS
IiCIisl BBEJICHHS KOMIUIEKCOHA TETaIlMH Kajblifo. [licns jgikyBaHHS KOMIUIEKCOHOM
CTaH XBOPOi 3HAYHO TMOKPAIIUMBCA, HOPMAJi3yBaBCS pPIBEHb IeMOMIOOIHY; BMICT
nopbupuHiB B cedi 1 OiocuHTe3 mopdipuHiB 3 d-aMiHOIEBYAUHOBOI KHCIOTH
HOpMaJizyBajucs. J[>kepesoM OTpyeHHsI BUSIBUBCS TIMHSHHUI TOPIIUK KyCTapHOTO
BUPOOHUIITBA, B IKOMY XBOpa COJIMJIA OTiPKH.

Kniniunuti npuxnao 2. Xsopuii 1., 16p. 3aXxBoproBaHHS 1MOYanI0Cs 3 CHIBHHUX
00JIB y JKMBOTI; MPOBEACHA aIleHJEeKTOMIs, ajieé 3MIH y BIIPOCTKY HE BUSBIICHO.
[Ti3nime Oyna BUSIBJIEHA aHEMis 3 PETUKYJIOLMTO30M, TPOMOOILUTOIECHIELO,
JICHKOTICHI€I0, PI3KEe PO3ApaTyBaHHS YEPBOHOTO KICTKOBOTO MO3KY. 3amijo3peHa
ayroimyHHa mutomneHis. IIpoba Kymb6ca neraruBHa. IIpoBoguioch JIiKyBaHHS
MPEIHI30JI0HOM, TeMOTpPAaHC(yY3iIMU. PpanTOBO XBOPUH BTPATUB  CBIJIOMICTB;
BiI3Ha4YeH1 Oaratopa3oBa OJtOBOTa, 30y/KEHHS, CYJOMH, Cla3M apTepiii 1 BeH
CITKIBKH. Yepes 7 AHIB XBOPOTO BAAJIOCS BUBECTH 3 BAXKKOro cTaHy. AHani3 kposi: Hb
60-90 t / n, perukynorut. 8,8%; xom. mokaszHuk 0,65-0,8. bimipybin 15,4-32,5
MKMOJIb T / JI 32 paxyHOK HenpsiMOro. Y cedi Tpudi BUSIBICHHUM reMocuaeput. Bmict
BIJILHOTO TeMOIVIOOIHY TIa3MH MiJBUIICHO, SIK 1 CHPOBAaTKOBOTO 3aii3a. HeraruBHa

caxapo3Ha Ipoba 103BOJIMJIa BHKJIOYUTH XBOpoOy MapkiadaBu - Mikene. Bmict
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d-aMiHOJIEBYJICHOBOI KHMCIIOTH B ceul BHSBUBCS 30UTbIIeHUM y 60 pas. Exckperris
CBUHIIIO 3 CEUEI0 PI3KO MiABHIIEHA. 3aCTOCYBaHHsS KOMILJICKCOHA MPHU3BEIO 0
JiKyBaHHS. BUABMIIOCH, 110 y XJI0MYMKa OyB IMIMATOK CBUHITIO, 3 SIKOTO BiH MPOTSITOM
poky minaBuB ¢irypku. [licns «miaBku» He 3aBKAU MUB PYKH.

Kniniunuti npuxnao 3. Xsopuit 35 pokiB. B roHOCTI Oyna BuUsIBIIEHA JieTKa
aHeMis, 3 26 poKiB BMIiCT reMorooiny 3HmxkeHo 10 80 r / 1; epurponutu 4,8 T 1/ 11,
KoJbOpoBUii Moka3zHuK (,5. XBopuil HEOIHOPA30BO JIIKYBaBCs IMpenaparaMmu 3aii3a
Oe3pe3ynbratHo. YacTto mpoBoawinca remorpaHcgysii. Bwict remoroOiHy
nigsuiryBaBcs 10 90-100 r /i, npote He cTiiiko. [Ipu HaaXOMKEHHI B reéMaToJIOTIdHY
KJIiHIKY aHami3 kpoBi: HB 70 r / n, ep. 4,23 T r / n, konbopoBuii moka3Huk 0,5,
pertukynmorut  1,2%. B wma3skax - BupaxkeHa rimoxpomis. BusHadaroThcs
MIIlIeHeNO10H1 epuTpouuTh. ITiIBHIIEH] CHUPOBATKH, IO MICTATH 3ai1130, 3arajibHa
3aJ11303B's13y104a 37aTHICTh. BmicT Hempsimoro Outipyoiny 18,5 mkmonb r /1. Y
KOCTHOMY MO3KY BUpPa)KE€HE pO3[paTyBaHHS YEPBOHOTO MAPOCTKA, Pi3KO 30UIbIICHA
KUIBKICTh CHAEPOOIACTIB 3 KUIBIIEBUM pO3TAllyBaHHSIM (PEPUTHHY HABKOJIO Spa.
Bwmict y ceui d-amMuHONIEBYI€HOBOI KUCIOTH, Nop¢oOimiHOoreHa, ypomnopdipiny i
KornporopdipiHy B Mexax HOpMH. BwmicT kompomopdipiHa epHUTPOLMTIB Pi3KO
30UIbIIIEHO, MpoTonop(uprHa pi3ko 3HMKEHO. JJochixeHHs 010CUHTE3y TOpQIpUHIB
13 d- aMUHONEBYJIEHOBOI KHCJIOTH TOKAa3aj0 HOPMAaJIbHHM CHHTE3 yporopdipiHa i
kornporopdipiHa, aje 3HWKEHUH cuHTe3 mporonopdipuny. Bwmict deranbHOrO
reMonio0iHy 1 reMorio0iHy A2 HOpManbHUWA. baTbku XBOporo, oro Opar i Jouyka
310poBi. XBopoMy OYB IIOCTaBJICHUM JiarHO3: CHaJKOBa aHeMis, IOB'sA3aHa 3
NOPYIICHHSIM CUHTE3y Nop(]ipHuHIB; MPU3HAYEHO JiKyBaHHA BiTamiHOM B6 (5 mMa 6%
po3unny). Ha 7-i1 nmenp BiJ mouyaTKy JIIKyBaHHS y XBOPOTO CIIOCTEpIranocs
MIJBUIICHHS 3MICTy PeTUKYIOUHMTIB 10 21%. Bwmict remMomnioGiHy MiIBUIIMUBCS 10
116 r / n. TakuM 4YMHOM, y XBOpPOIrO 31 CHAJKOBOIO AaHEMI€I0, IOB'SI3aHOT 3
MOPYIICHHSIM CHHTE3y MOP(IPHUHIB, SIKOMY TPUBAJIWN 4ac HE CTABUBCS MPaBUIHLHUUN
JlarHo3, CTYIMiHb 3HIDKCHHS TeMornio0iHy OyB He Oyke pi3ko BupaxeHui. byno
OTPUMAHO YITKUH TepaneBTHUHUN e(eKT MpH MpuU3HauYeHHI BiTamiHy B6 1

nipigokcanbdocdara, xoda rimoxpoMist SPUTPOLIMTIB 3ATHIIHIIACS 1 TICTS JIKyBaHHS.
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JI ikysanms

JlikyBaHHS CHaAKOBOI aHeMii, TOB'I3aHOI 3 TOPYIICHHSM AaKTUBHOCTI
¢depMeHTiB, AKi OepyTh y4yacTb B CHHTE31 MOp(ipuHIB, Mae€ MOYMHATHUCS 31 CIpoOn
OTpUMATH PEMICII0, BUKOPHUCTOBYIOYM BiTamiH B6. MoBa iige He mnpo aedimut
BiTaMiHy B6 B opranizMi, a npo akTUBalil0 (EPMEHTATUBHOI peakKiii MiJl BILIMBOM
HAUIUIIKY KodepmeHTy BiTaminy B6 - mipinokcansdocdara. Crig 3a3Ha4nTH, 1110 HE
y BCIX XBOpHUX 31 CIIaJIKOBUM MOPYIICHHSM CHUHTE3y mnopdipuHiB BiTamiH B6 Hamae
eekt. Maiike y MOJIOBUHU XBOPHUX 3 LIUM 3aXBOPIOBAHHAM BiH HeepekTuBHUN. {031
BiTamiHy B6 aiis nikyBaHHS JaHHOT XBOPOOW MOBMHHI OyTH BeIUKUMH (110 5-8 M1 6%
po3urHy Ha 100y). butemuii edext, HixX BiTamiH B6, Hagae mipigokcanbdocdar -
kopepment Bitaminy B6. Bin Bumyckaerbcs y Bummsiai tabnerok mo 20 mr i B
ammynax no 10 mr. Leit npenapar BBoasth o 30-40 Mr Ha 700y BHYTPIITHEOM'SI30BO
abo garoTh BcepenuHy mno 4-6 tabnetok Ha no0y. Edexr HacTae mBuamie, HIXK BiJ
BiTaminy B6. Kpim Ttoro, y neskux xBopux BiTamiH B6 HeedekTuBHUl, a
nipigokcanb@pocdar BUSBIAETHCA BUCOKO €()EKTUBHUM.

Jlns BUBENEHHS 3aji3a 3 OpraHi3My HEOOXiHO TpHUBAJO 3aCTOCOBYBATH
necdepan mo 500 mr Ha 100y. JoriasHo 3-6 pasiB Ha piK MpU3HAYATH MICIYHI KypCH
JiKyBaHHS AecdepanioM.

JIikyBaHHSI CBUHLIEBOTO OTPY€HHS MOJSATa€ y BUBEACHHI CBUHILIIO 3 TKaHUH 3a
JOTIOMOTOI0 PI3HMX KOMIUIEKCOHIB. Haiibinblie 3acTocyBaHHSA 3HAWIOB TETAlMH
KaJbllil0 (HaTpli-KaJiblll€eBa CUIb ETUJICHIAMIHTETPAONTOBOI Kuciaotu). llei
npenapar BBOASTH KpamelbHOo abo crtpymeneBo mo 20 mut 10% po3uuHy B JIE€Hb.
[licns Tpupa3oBoro BBEJICHHS HeoOxigHa 3-4-7eHHA MEepepBy, a MOTIM TPUPA30BE
BBEJICHHS TIpemapaTy MOBTOPIOIOTH. Y OUIBIIOCTI BHIMANKIB TPU KypCH TETalUHY
KaJIbI1}0 BUJIIKOBYIOTh CBUHIIEBE OTPY€EHHS.

[leBHMI1 edekT MO BIJHOIIEHHIO JO HEBPOJIOTIYHOI CHUMITOMATHKU HaJa€e
ageHosuaMoHodocdar (mpenaparu AgneH, docdanen). 3acrocyBanHs AMOD y
XBOPUX CBHHIIEBHM OTPYEHHSIM 3 MOJIHEBPUTOM MOKE IMEBHMM YHWHOM BIUIMBATH Ha

IIBUKICTH BIJTHOBJICHHS PYyXiB B KiHITIBKaX.
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[Tpu Harnajy nopdipii HaAWJIOIJIbHIIIE po3Iovaru
JIKyBaHHS TEMIHOM (HOpMOcaHT) y 1031 3 Mr/kr (makc. 250 mr/mo0y) B/B koxH1 12
rol B MPOMOBX A0 AHIB. KiiHiUHE MOKpaleHHs, 3a3BUYai, CIIOCTEPIraeThCs Micis
2—4 indys3ii. Ilpemapar Mae 3maTHICTH OJIOKYBaTH Jit0 (EepMEHTY CHHTa3u
JeNbTa-aMIHOJIEBYJIIHOBOT KucioTu. Lleil ¢depmeHT Biairpae KIHOYOBY pOJb Y
nporecax yTBopeHHs mnopdipuHiB. HopMocaHT ycyBae HEIOCTATHICTh IeMa, THM
CaMHM BUKJIMKAIOUM 3HM)KCHHSI IHTEHCUBHOCTI CUHTE3Yy MOp(QipUHIB, a TAKOXK PI3HUX
PEUYOBUH-TIONEPETHUKIB I'eMa, 1[0 MAIOTh TOKCUYHICTb.

Sxmo niarHo3 CyMHIBHHM ab0 HEMae y HasiBHOCTI TeMiHY, Tepamiio CIij
noyatu 3 B/B 1HQY3ieto 10 % mmoko3u (makc. 500 r/mo0y). Takum yuHOM MOXKe

JKBIAyBaTUCS JeTKui Hama (ciabkuit 6151, 6€3 mapaidiB 1 TiMOHATPIEMIT).

Amnewmii, 3ymoBJieHi nopymeHusaMm cudtedy JHK i PHK
(merajsio0sactHa - Bitamin B 12 (¢ogiea) nedginnrHa)

MKX-10: D51 (MKX- 10: D52)

Biramin B12 (domnieBoi) medinuTHOi aHemii - rpyma aHeMiid, NpH SKUX
cnocrepiraerecs nopyuenss cunresy JAHK 1 PHK, mo npusBoaute 1o nopyieHHs
KPOBOTBOPEHHS, MOSBM B KICTKOBOMY MO3Ky Meraao0nacTiB, A0 pyHHyBaHHs
epITPOKAPIONUTIB Yy KICTKOBOMY MO3KYy, HEE(PEKTUBHOCTI KpPOBOTBOPEHHS 3
BKOPOYECHHOIO TPUBATICTIO )KUTTSA €PUTPOLUTIB Ta IHIIUX SJIEPHUX KIITUH (T€MOJII3 1
LUTOJI3 TPaHYJOIMTOB, TPOMOOLIMTIB), 3HHKEHHIO KUIBKOCTI €PITPOLITIB 1 B MEHILIN
MIpi TeMOorIo0iHy, JEHKOINeHii, HeUTPOMeHii, TPOMOOIMTONECHISI IIUTOIEHIi, a TAaKOX
JI0 3MIH JIESIKUX OpPTaHiB 1 CUCTEM (HEPBOBOI CUCTEMH, CUCTEMH TPABJICHHS).

K nacugixauia B12- (honiego) - oedbivumnux anemiu [A.1. Bopobiios, 1985]

Bimawmin B12-0edivummni anemii

L. Exzorennuii gediuutr Bitaminy Bl2 (gediuur BiTamiHy B HOpPOAYKTax
XapuyBaHHS - MOJIOKO, SIS, TEUiHKA).
II.  Hediuur Bitaminy B12 BHacniq0K eHAOTEHHUX (PaKTOPIB.

1. Tlopymenns cexkpeuii BHyTpimiHbOTO ynMHHHMKA Kacnma (xBopi micis pe3exiii

HUTYHKA, TACTPUT TUITY A).
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2.

4.

VYpakeHHSI TOHKOI KHUIIKU (MOPYIIEHHS BCMOKTYBAHHS KOMIUIEKCY BITaMiHY
B12 - BHyTpimHi# dakrop).

KoHkypeHTHe MOITMHAHHS BEJIUKOi KITbKOCTI BiTaMiHy B12 B KUIIKIBHUKY:
IeNTiaKisi, CHHAPOM «CIIMOI TMEeTIi», MHOXHHHUX JHUBEPTHKYITHO3 TOHKOI
KHILIKH, TUUI000TP103.

XBopobOa ApnicoH-bipmepa (ayToiMyHHE 3axBOpIOBaHHS, OOyMOBIIEHE
HAsBHICTIO AHTHUTLI TPOTH BHYTPIMIHBOTO (akTopa abo OOBOJOKYIOUYHX

KJIITUH JIHA [ILTYHKA).

II. CmankoBi ¢dopmu Bl2 (domieBoi) nedimurHOi aHemii (BUSIBISIIOTH B
JTATHHCTBI):
1. CnaaxoBe MOpyIIeHHS CEKpelii BHYTPIITHLOTO YnHHMKA Kaca.
2. Cunapom Imepcayna-I'pecbeka.
3. CnaaxoBuii nedinuT Tpanckooanamina II.
D onieso - dehiyumni anemii
[. Ex3orennuii ne@inut ¢osie€BOi KUCIOTH:

II.

1. Jledimit y HACHIIOK HEAOCTATHHOTO XapuyBaHHS (Majie BXKUBAHHS 3elieH1). Tak

A I A

K (¢ojlaTh B JOCTATHIM KUIBKOCTI MICTATBCS B JIPDKKAX, MEUIHIN, M'SICl Ta
IHIIMX  MPOAYyKTax, MNpu 30aJaHCOBAaHOMY XapuyBaHHI  MMOBIPHICTb
BUHUKHEHHS 3aXBOPIOBAHHS y’K€ HE3HAYHA.

[TinBumiena morpebda opraHi3My (BariTHICTh - 3amaciB (OJIi€BOi KUCIOTH B
Oprasi3Mi Npu NPUNUHEHHI 1i 3aCBO€HHA Ha 4 Mic, BiTaMiHy B12 - Ha 4 pokn).
TpuBanuii npuiloM MEIUKAMEHTIB - aHTAroHICTIB (POIIEBOI KHUCIOTH
(ITpoTuTyOepKynbO3HI MpenapaTH, METOTPEKCAT, eKl aHTUACTIPECAHTH )
Hedinut omieBoi KUCIOTH BHACTIIOK €HAOTEHHUX (PaKTOPIB.

Oco0wu, K1 IEPEHECTN PE3EKIIIF0 TOHKOT KUIITKH.

Cnpy

Hemaxkis

CuHAPOM «CITINOT METII», EHTEPUTH.

Ocobu, sxi jgoBro mpwiimMaioTh audeHuriganToid, GenodapoOiTar,

xiMiompernaparu.
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6. XBOpi HA AJTKOTOJII3M.

7. IligBumieHa motpeba opraHi3My B MEpioJl BariTHOCTI ab0 MPUCKOPEHHOTO

3pOCTaHHS.

8. 'Y HOBOHaApOMKEHUX MIPU BUTOAOBYBAHHI TOPOIIKOBUM 200 KO35IUUM MOJIOKOM.
[II. CnankoBe mopyweHHs TpaHCHOpTa (HOMIEBOI KUCIOTH 4Y€pe3 CIM30BY TOHKOI
KULIKY.

K ninika
- Ilouarok moctynoBuii. [Ipu aneMii cepeTHPOTO CTyNEHS TAAKKOCTI CIIOCTEPIrAETHCS
Taxikapisi, HEMPUTOMHICTb, MUTOTIHHS «MYIIOK» TIEpell O4YMMa, TEeUYlHHS KIHYMKa

SI3UKaA, SHUKCHHS aIlICTUTY.

VpakeHHS IUTYHKOBO-KHIIIKOBOTO TPAKTy - IJIOCHUT, BIAUYTTS TEUiHHA S3MKa,
CJIIM30BOi 00OJIOHKH POTa 1 IPSAMOI KUIIIKHA, OCOOJIMBO IMICJISI TOCTPOT 1 COJIOHOT 1%K1.
SI3UK IHTEHCUBHO POXKEBUM, COCOUYKH 3IIAJKEH] (TYHTEPOBCKIH SI3UK), «JIaKOBAHUID) 3
ninsiakamu 3arnanenns. Ha ®IJIC arpodiunuii racTpur.

- Hesposoriuni nopyiieHHs, ToMy 10 BiTamiH B12 HeoOXimHuil 1uisi CUHTE3Y
mieniny HepBiB. Ilpm Baxkux ¢opmax aHeMii NPUEAHYIOTHCS MapecTesii,
HEBIIEBHEHICTh B HOTax Mij 4ac XoabOu. Takuii CUMIOTOMOKOMILIEKC HA3WBAETHCSA
GYHIKYISIpHUM ~ Mi€J030M. HeBpOJIOTIUHI  NOPYIIEHHS MOXYTh MPOSIBISTHCS
MOJIIHEBPUTOM 3 MPUEAHAHHSAM Hajadl (MpU BIACYTHOCTI JIKyBaHHS) MOPYIICHHIMU
(GYHKIIT CIUHHOTO MO3KY, MOPYUIEHHSMHU TaKTUJIbHOI 1 TEMIIEPATyPHOI Yy TIUBOCTI.

- [linBuIlEeHHs TeMIepaTypd 3a BIIACYTHOCTI 1H(EKIii MNpu  TremModisi
HEMOBHOIIIHHUX  epuTporuTiB. IlIKipHI TOKPUBU JMMOHHO-KOBTOTO KOJLODY,
CyO'IKTEpUYHICTh CKJIEp, IPU BUPAKEHOMY T'€MOJIi31 - CIUIEHO-, TenaroMerais.

Haubinow indhopmamueHi memoou 00CaioHCeHHA NAMoN02IYHUX CIMAHIE, WO

8edymb 00 B12 cdhonicso-dedivummnux anemiu

Ilamonoeiuni npoyecu i 3ax80p10BaAHHA OcHo6Hi Memoou 00CIONHCEH S

[Tyxnuna nutynka (B12 -nedinwur). PenTrenonoriyie 10CHiKEHHS IUTYHKA,

racTpodiopockomisi, 610TCis MITyHKA.

["actpekromis, arpodiunuii ractput (B12 HasgBHicTs B aHaMHe31 onepauii 1
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-nedinut). CHHAPOM «CIIIMOT KUMKW,  PE3eKI[i IUTyHKa, pe3eKIlii TOHKO1

JTUBEPTHUKYIN TOHKOT KUTITKA KHIIKH,PEHTICHOJIOTIYHI Ta
(pomieBoi-mediuT). €HIOCKOIIYHE JOCITIIKEHHS.
I'muctsni 1uBa3ii (B12 -gedinur). ['e1pMEHTO3HOE TOCTIIHKEHHS.

Crpy 3 niapeero, XpoHIYHI TaHKpeaTuTH 3 JoCimiKeHHST HEUTPaTbHOTO KUPY B

nucrernciero (omieBoi-gedinur). KaJl.

XpOHIYHI TeNaTUTH, IIUPO3HU MTEUIHKH OyHKITIOHAIBHI JOCITIKCHHS TIEYIHKH,
(B 12, domnieBoi-gediuur). O101ICis MEY1HKH.

XBopoba Amicona-bipmepa. JlocimpKeHHs ITUTYHKOBOTO COKY,

racTpodiOpocKoIisi, HEBPOJIOTIYHE

JIOCHIIKEHHS.

JI abopamopni o3naxu
- B ananmizi kpoBi aHeMiss MakpoOIUTapHa, TIIEPXpPOMHA, SKIIO JiaMeTp KIITHH
nepepuiye 8,5 MmxMm, MCV Ouibme 100-110 ¢n., Taki KITHHU Ha3UBAIOTh
MakpouuTamMyd. MerajouTd MalTh CepeaHid maiaMmerp Oinbine, HiX 11-12 MKwM,
BIJICYTHE MPOCBITJICHHS B LICHTP1 KIITHUHU. Y OUIBIIOCTI €PUTPOLIUTIB BUZHAYAIOTHCS
3anuiiky siapa (Tuibils Ko, kimelst Kebora).
- B anami3i kpoBi cHmocTepiraroThCs 4YacTo JICHKOIEHisl, TPOMOOITUTOIICHISI B
pe3ynbrari iX TMepeayacHOro IUTOJI3Y, SK HEMOBHOI[IHHUX Yepe3 IOBUIbHE
JO3pIBaHHS e, XapaKTepHa MOJiCeTMEHTAIliS siep HeUTpodiTiB.
- KinbkicTh peTHUKYIOIUTIB CHOYATKy TMOHMKEHA, PETUKYJIOLMUTAPHUA KpU3
yepe3 5 THIB JIIKYBaHHS.
- KicTkoBuii MO30K TINEPKIITUHHUN 3 TMEpPEBaKaHHSM KIITHH €pPUTPOITHOTO
psoy, B OCHOBHOMY 0a30(UIbHUX HOro €IeMEeHTIB, TOOTO BiAOyBa€eThCs 3aTpUMKa
J03piBaHHA siiep Ha cTaaii 6a30dinmpHUX 1 modixpoMaTtopiTbHUX KIITHH - «CHHIN
KICTKOBUM MO30K». 3yCTpIYaloThbCcsl MeranobjacTd (MeraaoOJacTUUYHMM — THII
KPOBOTBOPEHHS), 110 MIATBEPAXKYE MOPYLIEHHS €pUTPOIIOE3Y B pe3yJbTaTi AediluTy
BiTaminy B12.
- CupoBarka KpoBi: IMABUIIICHHS KOHIICHTpAIlil O11ipyOiHy 3a paxyHOK HEMpsIMO1
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dpaxiii, 3ami3a, EpUTHHY , SIK HACTIAOK BHYTPIIIHbOKIITUHHOTO TEMOJTI3Y.

- PiBH1 ¢omnieBoi kucnoTu abo 1niaHokoOanaMiHy, MpHU BIANOBIAHUX AedinuTax, B
CHUPOBATIIl KPOB1 3HUKEHI.

Crnig 3a3HaYUTH, MO CTEPHAJBHY MYHKIII0 HEOOXIAHO MPOBECTU 10 MPU3HAYCHHS
1ilaHokoOanamiHa ta (osieBoi KUCIOTH (OAHA 1H'€KIIS H1IaHOKOOaJaMiHa MPU3BOIUTD
70 TIOBHOT TpaHcdopmMarllii Merajio0JacTHOTO TUITY €PUTPOTIOE3y B HOPMOOJIACTHUN
IpOTATOM 24 TOAMH, TOMY JOCTIPKEHHS IyHKTaTa KICTKOBOIO MO3KY IICJIsl BBEJICHHS
niaHokoOanaminy Oyae HEiHPOPMAaTUBHUM).

JI ixveanusa Bl2-0edivummnoi anemii

[lapeHnTepanbHe BBEACHHS I[1aHOKOOAldaMiH B Jl03aX, IO 3a0e3Me4yroTh
32/I0BOJILHEHHS J1000BOi moTpeOM 1 TMOABOEHHS 3amaciB geno. CXeMu BBEICHHS
BiTaminy B12: - 500 Mkr B / M IIOAEHHO TPOTATOM 2-X THKHIB, TOTIM 1 pa3 Ha
THXACHb 1O HOpMai3alii MOKa3HUKIB YEPBOHOI KPOBI, MICIs YOr0 NEPEXOASTh Ha
BBEJICHHA | pa3 Ha MICSIb TPOTATOM yChOTO KHUTTSI.

- [Ipy HasBHOCTI BHUpPAXEHOI HEBPOJIOTIYHOI CHUMIITOMAaTUKU HEOOX1JIHE
BBEJICHHS Il1aHOKOoOaaMiHy B 71031 Ha 50% BHIIy IPOTITOM MEPIIOTO MBPOKY.

- Tpancdy3ii KOHIIEHTpAaTy EpUTPOILMTIB 3aCTOCOBYIOTH IPU BKpail BaMKUX
BUIIAJIKaX IIPH HASIBHOCTI CEPLIEBO-CYAUHHOI HEIOCTATHOCTI, 00YMOBJIEHOI TITOKCIETO.
- [Ipu remomizi MPOBOMUTHCA JI€3IHTOKCHKAIIHHA Tepamis (peocopOiiaKT,
[JIyTapriH, III0KO3a 3 acKOpOIHOBOIO KHUCIIOTOIO, peamMOepiH B / B KpamesabHO), MpU
TSOKKOMY  CTYNEHI TeMOdi3y 31 CIUIEHO-, TeNaroMEraji€l0 MpU3HAYarOThCA
xkoptukoctepoinu (30-60 mr / 1o0y).

Jlikveanns chonicsooedivumnoi arnemii

Haznauaetscst domieBa kucmora 5 mMr 3 pa3u Ha AeHb 4 - 5 THXKHIB, SKIIO
npuunHa Jedinuty  GomieBoi  KUCIOTH  HE CTika. SIKIo BOHA MOCTIHHA,
NOBTOPIOBAaTH KypcH 3-4 pas3u Ha pik. [Ipu BaritHOCTI a00 rpylHOMY BUTOJOBYBaHHI
MPU3HAYAETHCA TaKa K JI03a MperapaTry 10 HopMai3allil TOKa3HUKIB nepu(epudHoi
kpoBl. Hapmani ciig pekoMeHayBatu (oJiie€By KUCIOTY B MIATpUMYrouoi 031 (1 mr /

n00y) 10 IPUTTMHEHHS JIaKTaIlii.
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[Ipu ogHOwacHOMY nedinuTi BiTaMiHIB (DONIEBY KHCIOTY MPU3HAYAIOTH Yepe3
TWXKACHb - JBa IICAs JiKyBaHHSA BitamiHOM Bl2, 1mo0 YHUKHYTH pO3BUTKY
¢yHikynspHoro wieno3a. I[lpu ogHOWacHOMY TpHU3HAYCHHI BITAMIHIB MOMKJIMBE
KOHKYpPEHTHE BUKOpUCTaHHS BiTamina B12 (mpu migBuIlieHHI KOHIIEHTpallii (osieBoi
KHCIIOTH) B 0OKpaJaHH1 MPOLECIB CHHTE3Y MIEJIHY.

[Ipu mpaBUIBHO MOCTABICHOMY J1arHO31 Ta aJIEKBAaTHOMY JIIKyBaHHI MPOTHO3
pyu Merago0IacHUX aHEMIsIX TO3UTUBHUIA.

3 paszku KAiHIYHUX 0Ia2HO318

1. Merano6nactHa (B12-gedinuTHa) aneMist BAXKKOTO CTYIICHS, [eTiaKisl.
2. Biramin B12-gediuutHa aractpaibHa aHeMisd, pEUUIUB, CEPEIHBOIO CTYMNEHS
TSKKOCTI.

(I'imo) amuiacTUYHI aHeMmil
MKX-10: D61.3

AmnacTU4Ha aHEMis XapaKTePHU3yeTbCsl TIMHOOKUM MPUTHIYEHHSM KICTKOBOTO
KPOBOTBOPEHHs (ariasisi abo Tinoruiasis), 3HWKEHHSM MIBHAKOCTI Tposidepartii i
3aTPUMKOIO JI03piBaHHS (OPMEHHX €JIEMEHTIB KpOBi, MOpPYIIEHHSAM (yHKIIT
MIKPOOTOUEHHSI B  pe3yjbTarli 4YOro pO3BHUBAETHCS  aHEMisA, JICHKOIIEHis,
TPOMOOIIUTOIIEHIS], IO 3yMOBJIIOIOTh OCHOBHI O3HAKU 3aXBOPIOBAHHS.

ETionoris mpumbaHoi ariacTUYHOI aHeMii B OLIBIITOCTI BUITAJIKIB TAIIEHTIB HE
BijioMa. [IpuymHOI0 PO3BUTKY HEJOCTATHOCTI KPOBOTBOPEHHS MOXYTh OyTH Pi3HI
dbakTopu, 1110 HA/IAIOTh IIKIAJIUBY A1I0:

- MEAMKAMEHTH - OEH30JI, COJIl 30JI0Ta, HECTEPOiIHI MPOTU3ANAIbHI TIpenapaTu
Ta 1H. MEJIMKAMEHTH 1 XIMI4YH1 pEYOBHHH;
- 10HI3yI04a pajiaris;
- Bipycu (Epstein-Barr, Bipyc renarutie B 1 C, mapBosipyc B19, Hiv).
daxkTopH, MO YITKOKYIOTh MOXYTh HaJlaBaTH TOKCHYHY JIIF0 HAa TEMOTIOCTHYHI

KJIITUHU 200 KJIITUHH CTPOMH 0€3M0CEPEIHbO Yepe3 IMYHOJIOTTYHI MEXaH13MH.

K nacugixayin annracmuynux anemi
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[TepBunH1 a0 igioNaTHYHI arUIACTHYHI aHEMIi, He3'scoBaHO1 eTioorii (87%).
BropunHni arutactuyHi aHeMil, puaAOaHi 13 BCTAHOBJIEHOO eTiojoriero (13%):
nocTBipycHi noctrenatutHi(6%),

iH(pikyBaHHs BipycoMm Emmreitna-bappa Ta iH.,

17II0CUHKpa3iiiHi (MEeAUKaMEeHTO3H1),

MI€JIOTOKCHYHI (aKIIUJICHTAIbHA),

Ha TI1 MapOKCU3MaJIbHOI HiYHOI reMorio0inypis (ITHI),

HiCJIs TPAHCIUIAHTALIT EYIHKH 3 IPUBOAY (PYyJIbMIHAHTHOIO TEMIATUTY,

MICJIS BIUTMBY XIMIYHUX 1 PI3MYHUX areHTIB.

Bpomxkeni (ciaakoBi) aniacTUYHI aHEMIT:

aneMmist daHKoOHI,

CHAJKOBHI TMCKepaTo3,

cunapom IlIBaxmana-/laiimoHna,

amerakapiomuTapHa TpOMOOITUTOIICHIS,

PETUKYJISIDHUY UCTEHES,

HekIacu(ikoBaHa CiMEiHa ariacTUYHa aHEMIS.

B uoinsaroms mpu cmyneni majickoCcmi aniacmuyiol aHemii:

Baxkka (hopma - KUIbKICTh rpaHynouuTiB < 0,5or / i1, Tpom6ouutiB < 20,0or / 1,
peTuKyaonuTIiB < 1%; KITUHHOT KICTKOBOTO MO3KY < 30%;

CepeaHbOT TSKKOCTI - BIICYTHICTh 1 a00 2 KpUTEpiiB BaXKKOi (hopmu;

nerka (opma XapakTepU3yeThCS TIIMOIIA31€10 KICTKOBOTO MO3KY.

K ninixo-nabopamophi 0ami:

Kuinika:
BHUpaXeHa OTICTh MIKIPHUX MTOKPHUBIB 1 CIIM30BUX 0OOIOHOK,
BUPA3KU Ha CIIM30BiM 0OOJOHII poOTa, SI3UIll, HOCOTIOTI (HEKPOTUYHHUIN CHHJIPOM
3a paxyHOK arpaHyJioluTo3y),
TINOKCUYHUIA CUHJIPOM (3aJIUIITKA, CEPIICOUTTS),
1H(eKIIHO-3analbH] YCKIIaJHEHHS, TOB'3aHl 3 IMYHOAE(PIIUTOM Ha T JIEUKO-,
IpaHyJIOLUTOIEHI],

reMOpariyHui CHHJPOM, TIOB'SA3aHUM 3 TPOMOOLMUTOICHIEI (KPOBOTOYHBICTH
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CIIM30BHX, KPOBOBHJIMBH Ha IIIKIp1).

- B aHamizi KpoBi: BakKka aHEMis HOPMOXPOMHA a0o0 3JieTka MaKpOLMUTapHa,
MOMIPHHUI aHI30IIUTO3 1 MOMKIIOUNTO3, KUTBKICTh PETUKYJIOLHUTIB Pi3KO 3HMKCHUH,
JIEHKOIIUTONIEHIS, TPOMOOITUTONEHIS, TS)KKAa T'PaHYJIOMMUTOINEHIs, BiAHOCHUU
TiMQo1UTO3;

- KicTkoBHI MO30K: TIMOKIITHHHICTH 3 BIZTHOCHUM JIM(OIHMTO30M IIPH KIACUIHOMY
THUIT MpUI0aHOI allJIACTUYHOT aHeMii.

- Yac kpoBOTEUI1 MOMIPHO MOIOBXKECHUIA.

- KonnenTpartisi cupoBaTKoBOTO 3ai3a MiBUIIEHA.

- IMyHHI mopyumieHHs: ayTOaHTUTIIA A0 KJIITHH KPOB1 1 KICTKOBOTO MO3KY, ayTo- 1
anocedcioumzamii  y 35% XxBopuxX, TpHUTHIYEHHA (HarouuTapHoi peakiil
HeiTpoditiB, 3HmwKeHHS BMicTy CD4 + (xenmepiB) i migBuiieHas piBus CDS +
(cympecopiB) JiM(OLHUTIB.

- TpemanOioncia: TmepeBaxae >KAPOBUM KICTKOBUW MO30K HaJ HOPMaJIbHUM
KPOBOTBOPEHHSIM, 3yCTPIYAIOThCS IJIa3MaTH4HI KIITHUHH, JTIM(OLUUTH, YHCIIO
METraKapioNWTIB 3HAYHO 3HMKEHE a00 BOHM B3araiii BiJICYyTHI. Y BaXKKUX BHITaJIKaX
KJIITHHU MOXKYTb OyTH BiJICYTHI.

- IluToreHeTnuHi IOCHIIHKEHHS: HASBHICTH XPOMOCOMHHUX a0epallii BHKJIIOYAIOTh
aruIaCTUYHy aHEMIIO.

[l ughepenuitina diaeHOCMuKa
JUiss mpuaOaHUX anjacTUYHUX aHEeMIM Mepul 3a BCE HEOOXIAHO 3'siCyBaHHS
NPUYMHM armiasii: mepBUHHA (imionatudyHa) abo BTropuHHA ( B pe3yabTari i
TOKCUYHOTO YMHHHUKA, ayTOIMYHHA), 1110 BU3HAYA€ TAKTUKY BEACHHS MaIli€HTA.
Hudepeniiiina gilarHOCTUKA MPOBOJAUTHCS 3 IHIIUMU XBOpoOamu, mepedir

SKUX  CYINpPOBO/KYETHCA  IMAHIMUTOINEHIED  (MIETOAUCIUIACTUYHUNA  CHUHAPOM,

napokcusmanbHa HiuHa remonioOinypia ITHIY). OcHOBHMUM MeTOAOM ISl IBOTO €

JOCIIJPKEHHSI KICTKOBOTO MO3KY - IIUTOJIOTiSI (CTepHAJbHA IyHKIIIS), TICTOJOTIS

(rpenan6ioncis). [Tpu mino3pi va ITHI" npoBoasTe Tect Xema.

[Tpu Mi€TOMUCIIIIACTUYHOMY CHHIPOMI B KICTKOBOMY MO3KY BUSIBIISIFOTh O3HAKH

I[I/ICHJ'IaSi'l' KpOBOTBOPCHHA, yacTiiie 3 HiIlBI/IHIGHHOIO KJ'IiTI/IHHOIO, OMOJIOIXKCHHAM
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TPaHyJIOIUTAPHOTO TMAapOCTKa, ©0e3 BIAHOCHOTO TIM(OIUTO3y, € IIUTOTCHETHYHI
TIOTIIKOIPKCHHSI.
JI ikveanns

- TEeMOKOMIIOHEHTHa Tepamisi (epuTpolMTapHa Maca, BIAMHUTI EpPUTPOLIUTH,
TPOMOOKOHIIEHTPAT, CBI)KO3aMOPOXKEHA I11a3Ma).

- TpancmaHTallisi TeMOTIOETHYHUX CTOBOYPOBUX KITITHH.

- ImyHnocymnpecuBna tepamis (AJII' / ATT - anTuniMdonutapHa/ aHTUTIMOITUTAPHUN
100YIiH, HUKIOCIOPHUH A).

- TI'emomnoernuHni pocToBi akTopH (KOJIOHIE CTUMYIIOIOUl TPaHYJIONUTApHI, Kypc I'-
KC® B 1031 5 Mr / xr / 100y).

- Bucoki 1031 TIIFOKOKOPTUKOTIHIX TOPMOHIB, IUKI0(oCchamiry.

TepaneBTuyHa TaKTHKa MAI[lEHTIB 3 aIUIACTUYHOIO AaHEMIIO 3aJICKUTh Bij
CTYIEHSI TSKKOCTI 3aXBOPIOBaHHA 1 iX BIKY. i marieHTiB monoxame 20 pokiB 3
TSKKOIO Ta CEPEHbOI0 (hOPMOIO TSIIKKOCTI, sIKI MalOTh POJIMHHOTO JIOHOPA, CyMICHOTO
no cuteMi HLA, onTumanbHOIO € TpaHCIUIaHTAIlisi CTOBOYPOBHUX T€MONOETHYHHUX
iitaH. [led Merom m03BOJIIE JOMOTTHCS S-pidHOTO BWKWMBaHHS Yy 72% XBOpHX.
[Tamientam, siki HE MarOTh POJMHHOTO JIOHOPA 1 CTApIIUX 32 BIKOM MPU3HAYAETHCS
CyHpecHBHa Tepartisl.

HaiiGinem  pamionansuuii  kypc AJII/ATT - 15-20 mr / xr / noby
BHYTPIIIHbOBEHHO KpamneabHO MPOTAroM S5 AHIB. YacToTa MO3UTUBHUX BIAMOBIIEH Bij
30 no 70% xBopux. lluknocnopun npuszHadaroTh B 1031 10-15 mr / xr / o0y, a
Mi3HIIIE TePeXoAsaTh Ha 103y 5 Mr / Kr / 100y o 12 micsuis 1 Ounbie). EdexT Hacrae
TUIBKM 4yepe3 3-6 MmicsuiB Bia moyaTky Tepamii. Ha MoHoTepamniio HHUKIOCTIOPUHOM
BiZmoBigae mpuomm3Ho 50% XBOpUX HA aITACTUYHY aHEMIFO.

Jlns imyHOCympecii mpu3Ha4aroTh BUCOKI JO3U METWITIPEAH13010HY -20 MT / KT
/ noOy 4-5 nHIB 3 MOCTIMHUM 3HIKEHHSM J03u. Pemicis moxe Hactynutu y 40%
narieHTiB. 3 METOI IMYHOCYNpecii BUKOPHCTOBYIOTh TakoX Lukiodocdamin y
BHUCOKUX J103ax: 45 mr / xr / 100y - 4 aHsl.

BaxxnuBe 3HaueHHS Mae CyNpoOBigHA Tepamis. 3 METOK MOTNEePeIHKCHHS

CCIITUYHUX YCKIAIHCHb IIPU3HAYAKOTH AHTHUOIOTHKH IIUPOKOTO CIICKTpPaA I[ll abo JABa
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aHTUOI0TUKHU (HEOMIIIMH 1 KONICTHH, a00 UIpOo(IOKCAIIH, MOKIIUBE MMPU3HAYCHHS
dochominuny). [lpodinaktuky TpuOKOBOi  1H(EKIIi MNPOBOIATH OpaIbHUM
amborepuniiHoM, QuykoHazonoM. [Ipodinaktuky BipycHO! 1H(DEKIIT TPOBOIATH

aIlUKJIOBIPOM.

TEMOJIITUYHI AHEMII

Ile rpyma 3axBOpIOBaHb, IO CYNPOBOMKYIOTHCS 3MEHIIEHHSM TPHUBAJIOCTI
KUTTS epuTpouutiB. IliaBuIIeHe pyliHyBaHHS (TeMOJI3) E€pUTPOLMUTIB 3a3BHYal
CYTIPOBOIIKY€ETHCST  30UTBIIIEHHSM HENpsIMOTO OLmipyOiHYy B CHpOBATIli KpOBI 1
MIJBUIICHUM BUJIJICHHSIM TPOAYKTIB Karaboji3My reMorio0iHy 3 CEeuelo Ta KajioM.
AHeMisl pO3BUBAETHCS JIMILIE B TOMY BHIAJKY, SIKIIO KOMIIEHCATOPHI MOMKJIMBOCTI
epUTpOTIOe3y  BIACTAIOTH  BiJi NIBUJAKOCTI  pyHHYBaHHS  €pUTPOLMTIB. 3a
NaTOreHEeTUYHUM O3HAKaMU BUIUISIOTH ABI OCHOBHI TPy F'€éMOJIITHYHUX aHEMIH.

1. CnoankoBi reMoONiTHYHI aHeMii, OOyMOBJIeHI OIOXIMIYHUM JAe(PEKTOM
MeMOpaHH, (PEpPMEHTHUX CHUCTEM EPUTPOIIUTIB, CTPYKTYpPH T'eMOmIo0iHy abo ioro
CUHTE3Y.

2. [lpunbani reMONITUYHI aHEMIi, 10 3yCTPIYalOThCS B OLIBIIOCTI BUMAIKIB ,
KpiM XBopoOu MapkiadaBu-Mikeini, 00yMOBICHOT HasIBHICTIO M103a €PUTPOLIUTAPHUX
(akTopiB, 1110 BUKIMKAIOTh pyHHYBaHHS HOPMaJIbHUX €PUTPOLIMTIB.

KiiHi4HO Ba)XJTMBO PO3PI3HATH ABI TPy T€MOJITUYHUX aHEMIH, B 3aJIEKHOCTI
BIl MICUS TEMOJII3y: BHYTPIIIHBOKIITUHHUN, 110 B1IOYBa€TbCcs B KIITHHAX
daromuTapHoi cucTeMu (CEKBECTpaIliiHUN TEeMOI3), 1 BHYTPINIHbOCYIUHHUH, IO
CIIOCTEPIraeThCAd B CYAMHHOMY PYyCIi 32 Y4acTIO KOMIUIEMEHTY (KOMILJIEMEHTapHUMN
remoniz). OOuIBI Tpynu BIAPI3HAIOTHCA 3a KJIIHIYHUMH MpPOsiBAMHU, NepediroM Ta

TCPAIICBTHUYHOIO TAKTHUKOIO.

MEMBPAHOIATII. CIIAJIKOBUHA CHEPOILIUTO3
MKbB-10: D58
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CnankoBuii  cheporuro3 (CCr) (xBopoda MinbskoBebkoro-Illoddapa) -
TeHETHYHE 3aXBOPIOBaHHS, M0 CYNPOBOIXKYETHCS BHYTPIIIHbOKIITUHHUM (B
Makpodarax Cele3iHKH 1 TEYiHKH) TEeMOJI30M PI3HOI IHTEHCHBHOCTI, 3HUKCHHSIM
OCMOTHYHOI PE3UCTEHTHOCTI EPHUTPOLMTIB, C(HEPOIUTO30M, CIUICHOMETAIIE 1
KOBTSTHUIICTO.

Emionocia

AyTOCOMHO-JIOMIHAHTHE yclajakyBaHHA. [liBUIlIEHA eCTPYyKIlisl €pUTPOIUTIB
€ pesyapratoM Jediuuty abo maronorii ogHoro abo NEeKIbKOX OUIKIB MeMOpaHu
EPUTPOITUTIB.

Tlamodizionozia

IIpu nedinuti cnekrpuHa BigOyBaeThCs BTpara JIMiAIB B MeMOpaHi
EpUTPOIUTIB. AKTUBHHM TPAHCIOPT HATPII0 3 EPUTPOILMTIB KOMIIEHCATOPHO
M1JBUIYETHCS, aje BIAHOCHUN HaJIuIIOK Na+ B cepeluHi KIITUH MPU3BOIUTH 0
M1BUIIIEHOTO HAKOMIMYEHHS B HUX BOAM 1 3MIHM (POPMU €PUTPOLIUTIB (BOHU CTAIOTh
KPYDJIUMH - c(pepoIuTH). 3MEHILIECHHS TUIOIII EPUTPOLUTA 1 YIIUIbHEHHS LIUTOIIa3MHU
CHPUSIOTh TOPYIICHHIO 3JaTHOCTI iX a0 medopmariii i3 3HIKECHHSIM €IacTHYHOCTI
MeMOpaHH TpH TPOXOKEHHI KIITHH Yepe3 CeNe31HKOBI cHUHycH. Ilpu KoxkHOMY
IPOXO/KEHHI iX 4epe3 CeNIe31HKy EpUTPOLMTH MIAJAI0ThCS BIUIUBY POy
HecripusmBuX (dakrtopiB. [Ipu 1mpoMy BiOyBa€ThCs BTpaTa YaCTHHH MEMOpaHU
epUTpOIUTa, Kpast ii 3'€IHYIOTbCS, EPUTPOLUT 3HOBY HAIXOJUTH y KPOB'STHE PYCIIO.
Brpara yacTuHu OOOJIOHKM 1 MOBEPXHI KIITUHH MPU3BOAWTH [0 IOCTYHOBOIO
3MEHIIIEHHS eputporuTta (Mikpocdeporutn). [lpm JgoCsATHEHHI TMEBHHX 3MiH B
CTPYKTYpP1 OOOJIOHKH €PUTPOLUTIB BOHU MOIIMHAIOTHCSA MakpodaraMmu Cene31HKH.

Kniniuna kapmuna

Jlns CCu xapakTepHa KIJIiHIYHA Tpiaja:

- JKOBTSTHUII,

- CIIJICGHOMETaJIis,

- aHeMisl pI3HOTO CTYIEHS BaXKOCTI, YaCTIIIE HOPMOXPOMHA.

Cumnromu 1 kiiHigHI posiBu CCr ayxe BapiaOelnbHi 1 3aexarhb BiJl TSHKKOCTI

aHeMii Ta BIKY, IPU SIKOMY BOHU BIIEpIE 3'ABIIIHCS. B oKkpeMux BUIIaKax CIiaJIkoBa
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cheporuTapHa aHemiss MoXe OyTH BIJICYTHBOIO BHACHIJIOK KOMIIEHCATOPHOTO
NiABULIEHHST TpoAyKIii epuTpouutiB B KM miciis MacoBoOi KIITHHHOI AECTPYKIIIi.
Anemis 3a3Buyail moMipHa. JKOBTAHMIA HAaWOUIBII BHpPAXKEHA Y HOBOHAPOHKECHUX.
XapakTepHO, IO JKOBTSHMIS € IEPEMEKAIOUO0 1 IMOB'I3aHa 3 HE3AYKAHHSM,
BIUIUBOM XOJIONlY, €MOLIIMHUM CTPECOM, BAariTHICTIO, BIpYCHOIO 1H(ekuiew. [Ipu
BIJICYTHOCTI ITPOBOKYIOUMX YMHHHUKIB JKOBTSIHHUIIS Y XBOPUX MOKE HE CIIOCTEPIraTUCS.
Y 75-80% xBopuX cHocTepira€rbcsi 3HA4HE 3OUIBLICHHS PO3MIPIB CEJIE31HKH.
Po3Mipu nedinku 1 11 GyHKIIA 3a3BHYail YaCTO MOPYIIEHI.

Veknaonenns

AnnacTU4HI  KpU3M BHACHIAOK MapBOBUPYCHOW 1H(EKIIi BUKIUKAIOThH
TPAH3UTOPHY PETUKYJIONHUTONEHII0 1 mamiHHsa remarokputy (Ht). XKopunokam'sna
XBOpoOa po3BuUBaeThcs mnpubiu3Ho y 50% xBopux. PenuauByroui aepMaTtuTu 1
BUpA3Ku IIKIPM CIOCTEPIraloThbCs y JACSIKUX XBOPUX IICHSA  CIUICHEKTOMII.
[linBuiieHHs 3amaciB  3aji3a pO3BHBAETHCS B PE3yAbTaTi TEMONI3y 1 YacTHX
TpaHc(y3ii 1 1HOAI BHUKIMKAE BaXKl YCKIagHEHHsA (TeMoxpomaro3). SKIio
3aXBOPIOBAHHS Ma€ KJIIHIYHI TPOSIBU 3 JUTAYOTO BIKY, TO CIIOCTEPIraioThbes
nedopmariii ckeneTa: KBaapaTHUI Yepern, BACOKE Hb0OO, BKOPOUCHHS MI3HHIIIB.

JlabopamopHui 3minu

Cryninp aHeMii Bapiro€ 3aJie’KHO BiJ] TSIKKOCTI 3axBoproBaHHsS. [loBHICTIO
KOMIIEHCOBaHa aHeMisi crnoctepiraetbesi y 25% xBopux. B ananizi kpoBi MCH 1
MCYV, komipHUW NOKAa3HUK YacCTIIIE HOPMAJIbHI, aj€ MOXYTb OyTH 1 IiJIBUILEHUMH
a6o 3HmwkeHuMu npu remornobinoypii. MCHC minBumenuii npubnuzno y 50%
XBOpHUX. BupakeHWH pEeTHUKYIOIMTO3 CIOCTEPIraeThCsi MPAKTUYHO Y BCIX XBOPHX.
Kinpkicte  ne¥ikonuTtiB 1 TPOMOOIMTIB  HOpMalibHE, TIJABUIILYETHCS  MICIS
CIUICHEKTOMI].

VY Ma3kax KpoBlI OKpEeMl EpUTPOLIMTH BHUINIANAIOTH AK MIKpOCPEpOUITH -
EpPUTPOIUTH MEHIIUX, HDK B HOPMIi, PO3MIpiB 0O€3 IEHTPaJIbHOTO MPOCBITICHHS,

TIIEPXPOMHI, K pe3yJbTaT KIITUHHOI Aeriaparauii (Mam. 1).
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o. EpPITTP OLTHTH

-
7

Mai. 1

cooepoLMT

®e0

Hopmanbauii JTBOSKOBOTHYTHUI €PUTPOIINT 1 «MIKPO»-CHEepOoIuT

[TinBumena nectpykiis eputpouutiB npu CCi npu3BOAUTH 10 301TbIIESHHS

KoHIIeHTparii cupoBatkoBoi JI/[I, 3arampHOrO 1 HempsiMoro OuLTIpyOiHY, 3HUKCHHS

BMICTY CHPOBATKOBOTO TaNnTOIMIOOIHY 1 MIJBHUIICHHIO KOHIICHTpAIli ypoOUIIHOTEHY B

ceul.

XapakTepHUM € 3HMXKEHHS OCMOTHUYHOL

PE3UCTEHTHOCTI

EPUTPOITUTIB:

EPUTPOLUTH MIBUAKO T'€MOJI3YIOTHCA B TIMOTOHIYHOMY PO3YMHI XJOPHUAY HATpIIO.

[Ipo6a Kymbca, 110 BUsIBIIsI€ aHTUTLIA A0 HE3MIHEHUX €PUTPOIUTIB — HETaTUBHA, HA

BIJIMIHY BiJl TpHI0aHOT ayTOIMYHHOT aHEMI].

Kniniuni chopmu cnadkoeo2o cchepouumosa 8 3aieACHOCMI 810 8aHCKOCMI nepeoizy

dopma
Tumiuna
[IpuxoBana
Jlerka (cepenHbOTrO Tsoxka
(J1areHTHAs) :
CTYTICHSI BaKKOCTI)

Yac miarHOCTUKH VY cepennbromy

Bunanxose Coa . B autsuomy

BIII1, IT1]T 4ac B ronaupkomMy Bill ..
BUSIBIICHHS . . BiIIi
BariTHOCTI
Kostryxa — —/+ +/— IHTEpMITYyIOUa + mocTiiiHa
CruteHoMeralnis —/+ +/— + ++
Anemis (Hb) —HbN —HbN * nepeMi>kHa + mocriifHa
OcmotuyHa
PE3UCTEHTHICTh l l l N
SPUTPOIUTIB
binipy6in N nnu _
N 1 IIOMIPHO ™
HE3HA4YHO T
I'emomiTuyH1 [Tpu indexisnax ,
- . + p1aKo ++ 4acrto
KpU3U (parvovirus-B 19)
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HeoOxigHicTh ++
MPOBEACHUS . + 1HKOJIA TIPU 3aJIeKHICTh
. - — piaKo .
reMoTpancy3iit KpH3ax B1JI
TpaHcy3ii
[TirmenTH1
KOHKPEMEHTH
—/+ +/— +/— + paHHs nosIBa
’KOBYHOTO
Mixypa
XpoHidH1
P . - - - /-
BHUPA3KH TOMLIOK
[Tepebir 3arpo3nuBui,
Cumnromu : . | [lepemixuui, 3aTpUMKa
) CyOKIiHUYHUM B
reMoJi3 . CepenHbOi OCTYy CKeJeTa
. y reModii3 P . pocty
BiJICYTHI BaYKKOCTI Ta CTaTEBOTO
PO3BUTKY

Jlucbepenuianvrna oiacHocmuxa

Hudepenuianbna giarnoctuka CCi mpOBOAUTHCS 3 aHEMISIMH PI3HOTO I'€HE3Y:
3amizofeinuTHA, XPOHIYHUX XBOPOO, MOPYIIEHHS CHUHTE3y MOpQIpUHIB, TajlaceMis,
reMon1o0iHoMNaTIi, 1HII TEeMOJITHYHI aHeMil (CIaJKOB1 OBAJOIMTO3, €H3UMOIATII,
IMyHHI T€MOJIITUYH1); a TaKOXX 3 XBOpPOOaMH NEUYIHKH 1 KOBYOBHXIJHUX IUISAXIB
(curnpom XKunbOepa, MexaH14HA KOBTSIHHIIS).

[Ipu iMyHHOMY remoti3i 1 OpUCYTHOCTI HecTtaOuibHOrO remornodiny (Hb) B
EPUTPOIUTAX TIPU TEMOTIIOOIHOMATIAX B Ma3Kax KPOBI TAKOXK MOXYThb OyTH MPUCYTHI
ceporith, K 1 y XBOPHUX 31 30UIBIIIEHOIO CEIE31HKOIO 3 pi3HO1 MpuYuHU. O HaK, TpU
cragkoBoMy cheporutose chepoIuTy € OMHOPITHUMH 1 OOYMOBIIIOIOTh IT1/IBUIIICHHS
nokazanka MCHC (cepemnst KOHIIEHTpaIlisl TeMOTIIO0IHY B €pPUTPOIIUTI).

CnaakoBuii cheporuTo3 CiijJ BHUKIOYATH B 0OCI0 3 BHUIIAJIKOBO BHSBJIEHOIO
CIUIGHOMETATI€I0 1 MpH >KOBUHOKaM'siHiN XxBopoOi B mojoaomy Bimi. Jiarno3z CCrg
MOke OyTH 3aMacKOBaHUU Yy XBOPUX 3 OOCTPYKTHMBHOIO KOBTSHUIICIO, TIPH SIKIN
EpPUTPOLIUTH BHACIHIIOK HAKOIMYEHHS XOJecTepUHY 1 (ocdomimiaiB, MOXKYTh 3HOBY
BIJTHOBJTIOBaTH HOpMaJIbHY Mopdosnorito. Jledinut 3amiza y xBopux CCiy TakoxK MOXKE
CIIpUATH HOpMadizamii (GOopMH 1 OCMOTHYHOI PE3UCTEHTHOCTI EPUTPOIUTIB, ajie

TPUBAIICTh KUTTS €PUTPOLUTIB 3ATMIIAETHCS 3HIKEHO0. CuHipoM XKunpbepa Moxe
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OyTH BUKIIOUCHUNH TIPH JOCHIDKEHHI (OPMU EPUTPOIUTIB 1 iX OCMOTHYHOI

PE3UCTEHTHOCTI.

OcHo6HI JuheperuianbHO-0ia2HOCMUYHL O3HAKU CRAOKOB020

MiK;ZOCQ@GQOgMWZOS’CZ [ OesaKux 3AX60PIO6AHb

3axBopro | Cragko | Bwmict | 36impmie | 36imbme | Ocmoruy | Bmict | Bwicr
BaHHS BiCTb |[OumipyOi-H| HHS HHSA Ha PETHUKYI | CHPOBATK

a MIEYiHKH | CeJe31H- | pe3UCTEH | OIMTIB | OBOTO

KH THICTb 3aii3a
EPUTPOITH
TiB
Cnanko-B |€ 36unbmieH |3aBxau |[locTtiii-H | 3HMkeH-H | 3011b-111 [ [TomipHO
ui Hs 0 s CHHS 301IbIIIC-
cheporut PSIMOTO HO
03
Xponiua |Bigcyr- [36inbmen |3aBxaun |He Hopma Hopma |Hopwma
17071 HS HS MTOCTIHHO
remaTuT IPSIMOTO
Kenezo-g |€ Hopma Inkomun  |Bigcyns |Hopma Hopma |3HmxkeHo
ediuuTHA MOMIPHO
aHeMist
IToctpa |Bincyr- |Hopma Bincyns |Biacyns |Hopma 361nb-11 | Hopma
MOCTIeMO | Hsl CHHS
ppariuaa
aHeMis
Jlikyeanus

OcuHoBuuM MeTosoM JiikyBaHHs CCII 3a/THIIIA€THCA CITICHEKTOMIS, sIKa

NPU3BOAUTH [0 NPUNHHEHHS a00 3HAYHOTO OCJAOJIEHHS T'eMOJI3Y.

Onrtumizaiisi moka3aHb J0 CIUICHEKTOMIl MOBHMHHA TIPYHTYBATHUCh Ha

KIiHIYHIT knacudikarii dopm CCr, cTyneHi aHemizarii 1 He0OX1THOCTI

y reMoTpaHc(y3isiax, HasBHOCTI yCKJIQTHEHb 3 OOKY KOBUYHHUX ILISAXIB Ta

BIKY XBOPOTO.

XBOpi 3 JIATEHTHOIO Ta JIETKOIO (OpMOI0 03 YCKIAJIHCHb HE

noTpeOyroTh XIpypriyHOro JIKyBaHHS, a TUIbKHA CIOCTEPEKEHHS

remMaroyiora. Y TaIli€HTIB 3 MOMIPHUM T€MOJTI30M (CepeaHbOT TIKKOCTI)

MOKa3aHa CIUICHEKTOMIs, TEpMiH $IKOT MOxe OyTH BCTaHOBJICHUU

IHIUBITyaJIbHO 3 YPaXyBaHHSAM YCKIJIQJIHEHb, a Yy KIHOK 1 MOXJIMBOI
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BariTHOCTI. AOCOJIOTHUM TOKa3aHHSAM [0 CIUIEHEKTOMIi € TshKKa popma
CCu.

BaxnuBum pakTopoM mpu BCTAHOBJICHHI MOKa3aHb JO CIICHEKTOMIT
npu CCu, € Bik xBoporo. OcobnuBo HeOE3MEUHUM WIOAO PU3UKY
IH(EeKUIMHUX YCKIAAHEHb BHACIIJOK HE3pUIOCTI IMYHHOI 1
binprpaniitnoi GyHKIIIT cene31HKA BBAXKAETHCS BIK 10 6 pokiB. Tomy
HaBITh TPHU JyKE THKKOMY reMomisi 3 aHemiero <50-60 r /i i
TpaHC(Py31HHOIO 3aJEKHICTIO HE PEKOMEHIYIOTh CIUICHEKTOMIIO 10 BIKY
6 poKiB, a J10 3 poKiB BOHA aOCOIIOTHO MPOTUITOKAa3aHAa. Y IIbOMY BiIli,
3a HEOOX1THOCTI, aHEMIIO Tpeba KOPUTyBaTH reMOoTpaHcPy3isiMu. Y aiTeut
IpU TUIIOBIKA 1, ocobmuBo, yerkii Gopmi CCir CIuIeHEKTOMIIO Kpalle
BIJIKJIACTH J0 FOHAIIBKOTO BiKy. [l MpodiIaKTUKH MOCTCIICHEKTOMIYHOT
iHpexiii BciM maiieHTaM nepes cruieHektomiero (3a 10-14 aniB)
HEOOX1THO TPOBECTH IMYHI3aI[i0 TOJIBAJIEHTHOIO BAaKIIMHOIO MPOTHU
KarcyJabHUX OaKTepii.

HasBHICTB KambKyJb03y JKOBUYHOTO MiXypa € TOKa3aHHSIM IS
OJTHOYACHOTO TPOBEACHHS CIUIEHEKTOMIi Ta XOJICUCTEKTOMIi, TPOTE Yy
XBOPUX B SIKMX BIJICYyTHI TOCTpI 3anajbHl 3MIHH B CTIHLI >KOBYHOTO
MiXypa, MPOXiJHOK MiXypOBOIO MIPOTOKOIO 13 HEUNCETbHUMHU MIrMEHTHUMU
KaMEHSIMU JIOIIJILHUM € BHUKOHAaHHS OpraHo30epirajibHoi oreparii
xoneuucromroToMii. OnepariiiHi BrpydyanHss y xBopux Ha CCo BIIKpUTUM YU
JAnapoCKOMIYHUM  CIIOCOOOM  TIOBMHHI ~ IIPOBOJUTHCS B  CIICIiaIi30BaHHUX
reMaToJIOTIYHUX yCTaHOBAX.

CuMrnToMaTHyHe JIKYBaHHS TIOJSITa€ y 3aCTOCYBaHHI TpaHCQy3ii
KOHIIEHTpATy €pUTPOIIMTIB TPU 3HAYHIA aHeMizallli XBOpPOTo
(Hb <80 r/m) Ta, ocobmuBO, mpu ariacTUYHUX Kpu3ax. Yacrora
remMoTpadcy3iii BuU3HaAYaeThes TsDKKicTIO mepediry CCip (tabm.)
1HIUB1AyadbHO 3as1ekHO B piBHsA Hb. XBopum Ha CCi ajis miaTpuMaHHs

reMoroe3y HeoOXiqHO Tpu3HadyaTd (oJIie€By KUCIOTY y MEHHIA 1031
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0,002-0,005 mnporsrom wMicsisg 3-4 pasu Ha pik. I[lpemaparu
koptukocTepoiaiB rnpu CCiy HeeeKTUBHI 1 TOMY NPOTUIIOKAa3aHI.

[lin dac TEeMOMITUYHOTO KpHU3y TMPU3HAYAIOTh JE3IHTOKCUKALIAHY 1
renaTornpoTEeKTOPHY Tepariio: B / B KpalelbHEe BBEJCHHS acKOPOIHOBOI KHCIIOTH Ha
5% T©IoKo31, TIyTaprid, peocopOulakT, peamOepuH, B / B a00 B / M BBEICHHSA
TIOTPHUA3OJIIHY.

Kpumepii pe3yiomamy aiKy8aHHA:

- BIZICYTHICTbh aHEMIl Ta KOBTSIHUIIL;

- CTYIIIHb HOpMaJi3aiii TMOKa3HWKIB YepPBOHOI  KPOBI
(xoHueHTpauii Hb, KiIbKOCTI €pUTPOLMTIB, BIICOTKA PETUKYJIOIUTIB),
piBHA OLTIpyOiHY;

- BIICYTHICTh T€MOJITUYHUX KpU3 Ta 1HPEKIIHHUX YCKIaTHEHb;

- TPUBATICTH MEPIOAY HEMPale3qaTHOCTI;

- OL[IHKA IMAI[lEHTOM SIKOCTI1 KUTTH.

Koumpons cmany xeopoco

[Ticyist BUNIMCKY 13 CTAlllOHAPY XBOPUM MOBUHEH 3HAXOAUTHUCS IiJT
JMCITAHCEPHUM HAIVISAJIOM Y TeMaTojora J0 5 POKIB 3 MOHITOPHHIOM
aCIUJICHIYHOTO CTaHy Ta KOPEKII€I0 MOro ycKJaJHeHb. PeBakiuHaliis

MPOTH KarlCyIbHUX OaKTepii MPOBOAUTHCS Yepe3 5 POKiB.

®EPMEHTOIATI
Hegiuut rioko30-6-pocharaerinporenazu
MKbB-10: D55
I'mroxo30-6-pocdaraerinporenasa (I'-6-DJI') karamizye MOYaTKOBUN eTam B

neHTro3odochaTHoMy NUIAXY [IKOII3y. ['0noBHOIO (yHKIIEH MEeHTo30¢gochaTHOrO
HUISIXy € TIEPETBOPEHHS HIKOTMHAMIiA aJieHIH auHykieotun ¢ochary (HALD) B
HAJI®H. ]Jlns mepeTBOpEeHHs OKCHIOBAHOTO TJIIOTATHOHA B BITHOBICHY (opmy
HeoOximunit HAJI®H. PenykoBanuii IOTaTMOH BUKOHYE (YHKIIO JETOKCHKAIi
NIEPEKHCY BOAOPOAY B OpraHiuHI CIIOTYKH.

[lamocenes cemonizy epumpouumis
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MexaHi3m pyitHyBaHHS €pUTPOIUTIB, AedinuTHux 3a [-6-D/II, no
TENEePIIHbOTO Yacy MOBHICTIO HESICHUH 1, MOXKJIMBO, MA€ BIIMIHHOCTI TP PI3HUX
reMomTuyHuX cuaapomax. Jedinutni 3a I'-6-O/II" kniTuHN 0OMEKEH1 B CBOTi
3natHocTi renepyBatd HAJI®H 1 moTtiM yTBOproBatH peayiiupoBany Ghopmy
IIIOTATUOHA, SIKa HEOOX1/{HA /JIs1 3MEHILIEHHS BMICTY MEPEKUCY BOJIHIO 1 BUIBHUX
pagvKaiiB, 0 BUHUKAIOTH IPU (PYHKITIOHYBaHHI KINITHHU. KucHeBuii «BUOYyX», 1110
BUHUKA€E BHACIIIJIOK HAJUIMILIKY IEPEKUCY BOJHIO Ta IHIIUX (OPM aKTHBOBAHOTO
KHUCHIO, BEJI€ JI0 AeHaTypallii OuIKa, SIKUi MPUKPITUTIOETHCS 10 MEMOPAaHU €PUTPOLIUTA
(tinbis Tefinna) 1 cpusie 3MiH1 SIK GOPMU, TaK 1 CTPYKTYPH MEMOpPaHU €PUTPOLIUTA.
[Ipu npoxoKeHH1 epUTPOIUTIB Yepe3 MEUIHKY 1 CeNe3iHKy Tuibls [ eliHua pa3om 3
YaCTUHOO KJIITUHHOT MEMOpaHU «BIIIIUITYIOTHCSI» Makpodaramu.

Kniniuna kapmuna

Kiiniuna wmanidecTanis cnagkoBoro aAepiuuty (EepMEHTY €pUTPOLIUTIB
CKJIQJIAETHCS 3 €Mi30/1IB BHYTPINIHBO CYAMHHOTO TE€MOJII3Y MICIs BIUIMBY OKCHUAHTIB
a00 1H(deKli; XpOHIYHOI reMOJITUYHOI aHeMmii (craakoBa HecdepoliTapHa aHeMis);
TOCTPOTO TEeMOJI3y Ticlsg BKWBaHHS 0001B («daBizm»); MeTreMorTo0iHOMAaTii;
YKOBTSIHUIIl Y HOBOHAPOIKEHUX.

Jlabopamopna diaenocmuxa

Eputporutu npu ¢gepMeHTHOMY AedilUTi MarOTh HOpMaldbHY MOPQOIIOTII0
npu  BiJCyTHOCTI remoui3y. Tembi IeliHnia 3'SBIAIOTBCA B paHHIM  cTajli
JKapChKO-1HIYKOBAHOTO Temonizy y xBopux 3 aedimutom ['-6-OI. Cdhepouuros i
dbparMeHTailisi  €pUTPOLIUTIB  CHOCTEPITalOThbCS  MPU  THKKOMY  Tiepediry
3aXBOprOBaHHs. [Ipu TeMomi3l 3aBXKIM CHOCTEPIra€ThCsl MIABUIIEHHS BUIBHOTO
reMorTo0iHy B CHPOBATIl KPOBi, TeMOTIIOOIHYpIs, piamie 301UIbIICHAS] KOHIICHTPAITii
CHPOBATKOBOTO HEMPSIMOTO OUTipyOiHY, 3HMXKEHHS PIBHS TanTorio0iHy, IMiIBUIIICHHS
akTUBHOCTI cupoBatkoBoi JIJII. JlelikomneHiss CHOCTEpIraeThCs y XBOpHUX 31
CIUIEHOMETATI€I0.

Hiacnos
3acHoBaHMI Ha BusBIEHHI nedinuty (pepmeHTiB. PekoMeHI0BaHO NOCTIIUTH

akTuBHICTH [-6-DJII" 1 mipyBaTKiHa3H1, MOTIM 3aCTOCYBATH 130ITPOMAHOIOBUM TECT IJISI
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BUsIBIICHHS HecTaOumbHOro HB. CKpHHIHTOBI TECTH Il BHUSBICHHS Je(iluTy
['-6-OJII" Oibi Kparil 1j1s ToMO3UTroTHUX 3a ['-6-DJII" 40II0BiKiIB.

Jiarno3 Moxke OyTH yTpyIHEHHH MiJl 9Yac TeMOJITUYHOTO KpU3y MpH AeiluTi
I'-6-®/II" BHACIIIOK TOTO, IO MOJIOAI €PUTPOIUTH MarOTh OUIbII BUCOKUN PIBEHb
I'-6-®O/II. KopucHuM 151 1IarHOCTUKU 3aXBOPIOBAHHSI € OOCTEXKEHHS YJIEHIB CIM'I
xBoporo. HeoOxiHO MPOBOIUTH MOBTOPHE OOCTEKEHHSI XBOPOTO MICHISI 3MEHIIECHHS
crynensi remouidy. [IpucyTHicTh 6a30(UIbHOI MyHKTAaIlll €PUTPOIIUTIB Iepeadadae
CBHUHIIOBE OTPYEHHS a00 AeDILUT NIPUMIIUH-S"-HYKICOTUAA3H.

Jlikyeanus

[Tamientam 3 gediutom [-6-OJII° HeoOxigHO 3amoOITTH  OTPUMAHHS
«OKCHJIaHTHUX» JIKApChKUX mpemapariB  (cynbdaHuIamian, MOpOTUMAISAPIHHI
npenaparu, cyJib(GOHHU, aHAJITETUKH, XIMIUYHI peYOBUHU, HITpOypaHH).

Tpancdysii  epuTpouuTHOi  Macu  (Kpamie  BIAMUTHX  €PUTPOIUTIB)
MPU3HAYAIOTHCS TIIBKH Y BUIIAJKAaX BaKKOro Aedinuty ¢pepmenty (pasizm).

HeoOxiani 3axonu, cupsiMOBaH1 Ha MOJIMIIEHHS Alype3y IpH reMorio0iHypii
JUIA TOMINIICHHA TepuepuaHoro KpoBooOiry, mpodiakTuku aHypii 1 TrocTpoi
HUPKOBOI HemoctarHocTi. HoBopomkeHnM mokazadi oOMiHHI TpaHC(dy3ii KpoOBI.
CrieHeKToMisE  TPOBOAMUTHCS  MPU  TSDKKOMY — MHepeliry  3aXBOpPIOBaHHS 3
(GYHKITIOHATPHUME TIOPYIIEHHSAMU. SIKI0 HEoOXiHA XOJEIUCTEKTOMIsl, OMHOYACHO
MOBUHHA OyTH MPOBEEHA CINIEHEKTOMIS.

[ TrOKOKOPTHKOIM HE MOKa3aH1 3-3a 11 Hee(PEKTUBHOCTI.

[Ipu vacTux Kpu3ax MOKa3aHO Npu3HadeHHs (omieBoi kucinoTu. I[Ipemaparu
3ali3a MPU3HAYaIOTh TUIBKM MPU asgBHOCTI JAe(iuuTy 3aii3a 3a piBHEM (EpPUTHHY

KpOBI.

AHeMil, 00yMOBJ/ICHI IOPYIICHHSAM CTPYKTYPH 200 CHHTE3y reMorjio0iny
(I'emoryio6inomnarii, Tajaacemii)
MKB-10: 157
VY naHiii rpymi TeMONITHYHUX aHEMid BUAUISIOTH aHEeMil, BUKJIMKaHI 3MIHOIO

NEPBUHHOT CTPYKTYPU MOMINENTUAHUX JAHIIOTIB, IO MPUBOAUTH 1O MOPYILICHHS
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cTabUIBbHOCTI 1 QYHKII1 TeMorio0iHa (TeMorino0iHonarii 3 HasBHICTIO aHOMAJbHOTO
reMomnio0iHy), 1 aHeMmii, 3yMOBJICHI TOPYIIEHHSIMHU CHUHTE3y OJIHI€l ab0 KUIbKOX
TIOJIITIETITHUX JIAHITIOTIB TIIO01HY (Tajmacemii).

CepnoBuano-kiaitunia anemisi (CKA)

BITHOCUTBHCA /10 AKICHUX TeéMOINIOOMHOMNATIN 1 OUTbLI MOLIMPEHA y JKUTEIIB
TpomiuHoi Adpuku, piame BoOHA 3ycTpidaeTbcs B KpaiHax CepeazeMHOMOD's,
bmusekoro 1 Cepennboro Cxony, B IliBnenHiit Amepuii. BaxiauBo BiA3HAYUTH, 110
BOHA 3YCTPIUAETHCS MEPEBAKHO B PETIOHAX, HECHPHUATIMBUX HA Masipito. SKicHi
3MIHM T€MOIIOOIHY MOJISITal0Th y TOMY, 11O B TMOJOXEHH1 B-maHIfora riryramiHoBa
KHUCIIOTa 3aMiHeHa Ha BaJliH. Po3BUTOK aHeMii 0OOyMOBJIEHO HOCIEM MAaTOJOTTYHOTO
Hb, 110 3MiHIOE CTPYKTYpYy B YMOBaX T1IOKCIi.

bioximiuna ocnosea

CeprioBuHa MyTalisl - 3aMiIIeHHS THMIHY Ha aJeHiH B 6 KOmOHiI b-reHa
(GAG-GTG), BHaAcHiOK YOTO 3aKOJAOBAaHWN BalliH 3aMIIIYEThCS TIIOTaMIHOM B 6
no3uilii P-nanmtora. e HeBenuka 3MiHa B CTPYKTYpP1 BUKIIMKAE TTIMOOKI MOPYIIICHHS
MOJICKYJIIpHOI ~ CTa0IIBHOCTI 1 PO3YMHHOCTI  TemoroOiny.  TeHaeHis
neokcirenizipopanHoro HbS minnaBatucst monspusariii J€KUTh B OCHOBI YHCIEHHHUX
IPOSIBIB CEPIOBUIHOKIITUHHOTO CUHAPOMY.

Llamocenes

[Tarorenes remoni3y ckiaagHuii. BBaxaroTh, 1110 B yMOBaX KHUCIOTO CepeIOBHUIIA
B Mosiekynni HbS BinOyBaeThCs 3MiHA HETATUBHOTO 3apsily HA HEUTPAIbHUN, OCKLUITBKU
BaJilH Mae HEUTpalbHYy peakIlilo, a IIyTaMmiHOBa Kuciota - kuciy. [lpu mpomy
PO3UYMHHICTh TE€MOIIOOIHY 3HUXKYETHCS, YTBOPIOIOTHCA TiAPOPOOHI 3B'S3KYy MIXK
3QJIITIKAMHA  BajiHA, a MOJEeKyau maroynoriunoro HbS kpucramizytoTecs, 110

IPU3BOIUTD JI0 YTBOPEHHS CEPIOBHUIHOI (hopMu epuTpouuta (Mai. 1).
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Man. 1. CepnioBuani epurporutu npu CKA

[Taronoriuauii remMorno0iH OTpUMaB Ha3By Bija ciioBa «sicsle» - cepr. HbS
MEHII PO3YMHHUMN, HI)K HOPMaJIbHUM, 1 B YMOBax T1MOKCii BUMajgae B ocaa. YacTtuHa
ne(OpPMOBaHUX EPUTPOIUTIB 3MIHIOETHCSI HEOOOPOTHO 1 TMEpPeayacHO PyHHYETHCS
daromuramu. LupKymOI0YM B KPOBi, CEPIIOBUIHI EPUTPOLIUTH CKIICIOIOTHCS MIiXK
co0010, 0COONIMBO B APIOHUX CYIWHAX, YTBOPIOIOYH TPOMOH 1 MOPYIIYIOYH KPOBOOOIT.
[TosiBa B 1IuX yMOBaXx TiMOKCIi CIIPUsiE YTBOPEHHIO HOBUX CEPIIOBUIHUX EPUTPOIUTIB
- PO3BHUBAETHCA CBOTO POAY MOPOYHE KOJO, PE3yabTaTOM SIKOTO € cTa3 1 TpomM0Oo03 B
PI3HHX OpraHax, B T.4. B CEJIE3iHIIl, IKa MOCTYMOBO aTpoyeThCs MiCs TinepTpodii.

Kninixa

VY yacThHI BUNAAKIB CHOCTEpIraeThcsl OezcumnTomMHe HociictBo HbS, konwm
HOr0 KOHIIEHTpAIlisi B €PUTPOIUTAX CTaHOBUTH He Ounbiie 20-45%. B 3Buuaiinmnx
yMOBaX TeMOJIi3 HE PO3BUBAETHCS, CIPOBOKYBATH HOTO MOXYTh JUIIE OCOOIMBI
CUTyallii, HaNpWKIaJ IOJIT Ha JiTakax ab0 MiABOJHE IUIABaHHS, KOJIM BHHHUKAE
rinokcig. Pi3ke 3MeHmeHHs po3urHHOCTI HbS B ymMoBax rimokcii mpu3BOIUTH 10
nedopmMariii epUTPOLUTIB, MIABUILECHHIO B'SI3KOCTI KPOBI, CYIMHHOIO CTa3zy 1, B
KIHIICBOMY PaxyHKY, TKAHWHHOMY TOIIKO/KEHHIO, BHYTPIIIHBO CYTUHHOTO T€MOJII3Y,
JABC-cungpomy.

CrymiHb TSDKKOCTI aHeMii 3a1eKuTh Bix KoHIeHTpauii HbS B eputporuTi: unm
BOHA Ol/bIlIe, TUM SICKpaBillle 1 Bakye cUMITOMAarvka. KpiM TOro, B €pUTPOLMTAX
MOXYTb OyTH NPUCYTHI U 1HII1 natoioriuydi remornio6inu: HbF, HbD, HbC 1 in. Tnoxmi
CEepHOBUIHOKITUHHA aHEMis TOEIHYEThCS 3 TajaceMi€ro, IS SKOi XapaKTepHi
MiIIEHENOAI0H1 epuTpouuTH. [Ipu 1bOMY, KJIIHIYHI MPOSIBU MOXYTh 3MEHITYyBaTHUCS
a00, HaBIIaKU, HAPOCTATH.

VY mepBicHOMY TMepiofil XBOPOOU ypaKaeThCi MEPEBAKHO KICTKOBA CHUCTEMA:
3'SIBIISIETBCSI MPUITYXJIICTh CYINIOOIB, KICTOK, a TaKOX OUIb 3a pPaxyHOK TPOMOO3y
CYAMH, TIO iX XUBJSATH (MaJI. 2). MOXIMBUN aCEeNTUYHUI HEKPO3 TOJIOBKU CTETHOBOL
KICTKM 3 TIpUETHAHHAM Hamaial 1HQekmii 1 ocTeomiemTy. [eMOTITHYHI KpHU3H
PO3BHUBAIOTHCS 3a3BHYail MICIs NMEPEHECEHUX 1H(EKLI, MaloTh pereHepaTopHuil abo

rinopereHepaTopHas XapakTep 1 € OCHOBHOIO MPUYUHOIO CMEPTI IIUX XBOPHUX.
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CroankyBaHHA
CEPIOBHTHOKITI THHHOT
aHeMil

Barpkn

~{f -~
TIIIIE

Jmopomwi  xBopoba  mocii  3noposui

Jliti

Man. 2. Cxema HacnigyBanHs CKA 1 ypakeHHs CyAUH MaJIbIIiB 1 KICTeH pykK

B okpeMux BHIIagKax CHOCTEPIraeTbCs CEKBECTPALIOHHM KpU3 3a paxyHOK
JIETIOHYBAaHHSI KPOBI B CEJIC3IHII 1 TI€UIHI, KU BHUPAXKAETHCSI OOJBOBUM
abJIOMIHAJTbHUM CHHJIPOMOM 3a PaxyHOK IIBHJIKOTO 3OLIbIICHHS LHUX OpPTaHiB 1
CYyNpOBOKYEThCS  KoiarmcoMm. Ilpu 1boMy, TreMomiz Moxke OyTH BIJICYTHIM.
3ycTpiyaeThesl JereHeBuil 1HPapKTH y 3B'SI3Ky 3 MOPYIICHHSIM MIKPOLMPKYJIALII Ha
PiBHI JIETEHEBUX CY/AHH.

VY npyromy mnepioai mepeOiry XBOpoOM Mae€ Miclie MOCTIMHUN CHUMITOM -
reMoiiTuyHa aHemis. B TpyOuacTHX KiCTKax PO3BUBAETHCS TiNepriiazis KiCTKOBOTO
MO3KY (B HHMX B110yBa€ThCsl aKTUBHE KPOBOTBOPEHHSI, SIK KOMIIEHCATOPHA PEaKIlis Ha
reMoJii3), 10 CYNPOBOKYEThCS XapaKTepHUMM 3MIHAMU CKeJeTa: TOHKI KIHIIIBKH,
BUKpPUBJICHUI XpeOeT, OamToBUil uepenm 3 BHCTyHamMH B 00JacTi 4yoja 1 TIM'SHOI
KICTKM. lemato- 1 CIUIEHOMerajisi pO3BHUBAIOTbCA 3a PaxyHOK aKTHBalli B HHX
€pUTPOIIOE3y, a TAKOXK BTOPHHHOTO T€MOXpPOMATO3y 1 TPOMOO3y; Y YaCTUHU XBOPHX
(dopmyeThCs )KOBUHOKaM'stHA XBopoOa. 'eMocuaepo3 cepiieBoro m'siza Npu3BOAUTH 10
CepIIeBOi HEJOCTATHOCTI, @ FTEMOCHJIEPO3 MEUYIHKH, M1IUTYHKOBOI 3aJ103H - J10 IIUPO3Y
MEYiHKH 1 I[yKPOBOTO J11a0eTy.

Tpom0O3 CyIMH HHpPOK MPOTIKAE 3 TEMaTypi€l0 1 MOMAJBIIOI HUPKOBOIO
HepocrTarHicTio. HeBponoriyna cumnToMaruka oOyMOBJI€HA 1HCYIBTOM, HapajiiyemM
yepenHux HepBiB 1 1H. XapakTepHi Tpo(iuHl BUPA3KM HA HUXKHIX KIHIIBKaXx.
Butb1IicTh XBOPUX 3 BAXKKOIO (POPMOIO CEPIIOBUIAHOKIITHHOI aHEMIi THHE MPOTATOM 5
pOKiB, a sKI TEepeXWIN Iel TepMiH, BCTYMalOTh B TPETid Tepion, SKAU

XapaKTepU3YETHCS 03HAKAMH PI3KO BUPAKEHOIO TEMOITHYHOT aHEMI].
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Cenesinka y HUX 3a3BHYail HE MPONIYMYETHhCS, TaK SK MOBTOPHI 1H(PAPKTH
OpU3BOASATH 1O ii 3MOpIIYBaHHSA - ayTocIuleHekToMil. [ledyiHka 3aiuInaeThCs
301IbIIEHOI0, HEPIBHOMIPHO YIIIIBHEHOi, a 4YacTi 1H(QEKIIl MpUMarTh HEPiIKO
CENTUYHUN nepeOir.

I'emaTosnoriuni 3MiHU - KOHIIEHTpAIlisl TeMOII001HY 3HUKY€EThCsl (MeHIne 80 r /
Jq) 1 B cepenHboMy CTaHOBUTH 50 T / 71, 0COONMBO TiJ 4ac TEMOJITHYHOTO KPHU3Y.
AHeMisi HOPMOXpPOMHA, pereHeparopHa; PEeTUKYJIoHuTo3 - 5-15%. 3ycrpiyatoThes
eputpouuT 3 TUbIIMU JKosmu. KiabKICTh NEUKOIUTIB B MEPioj] KPU3U MIABUILIECHO
1o 20 x 10° / n. B KicTKOBOMY MO3KY CIIOCTEPIra€ThCsi rilepIuiasis epuTpoiIHOro
napocTKa.

TakuM YWHOM, KITIHIKA CEPIOBHIHOKIITHHOI aHEeMii XapaKTepU3yEThCs
MOJIICIMIITOMHICTIO: YKOBTSIHUIICIO IIKIPHUX ITOKPUBIB, TIMOKCUYHUM CHHIAPOMOM,
renarocIyIeHOMETallero, 1e(popMalll€l0 CKeJIeTa, MOBTOPHUMU TPOMOO3aMH OpraHiB;
3 TeMAaTOJIOTIYHUX CHMIITOMIB: HOPMOXPOMOIO aHEMIEI0 PETCHEPATOPHOTO XapaKTEPy
3 CEpPHOBUAHUMHU EpUTPOLIMTAMH, $IKI BUHUKAIOTh NpPHU CHELIAIbHUX Mpo0ax,
rinep6inipyOiHemMi€lo 3a paxyHOK BUTbHOI (ppakuii. HanexHicTh MIOAMHU 10 TEBHOT
CTHIYHOT TpPyNU Ja€ IMJACTaBy 3alliJIO3PUTH II€¢ 3aXBOPIOBAaHHSA 1 IIOYaTH
HiJecnpsiMOBaHE OOCTEXEHHS IS MIATBEPAKEHHS a00 BUKIIIOUEHHS I[I€] aHeMIi.

Jlabopamopna diaenocmuxa

JIisi BUSIBICHHSI CEPHOBUIHUX EPUTPOLUTIB MPOBOASATH CIELIaIbHY MpoOy:
Kparito KPOBi MOKPUBAIOTh CKJIOM, T€PMETH3YIOTh, JJISl YOTO Kpasl CKJa 3MaIllyloTh
Ba3eNIIHOM; uepe3 KUTbKa XBWJIMH MapIiaibHUNA THUCK KUCHIO B Kparuli KpOBI IiJl
CKJIOM 3HIKYEThCA 1 EPUTPOLUTH NPUIMAIOTh CceproBUAHYI0 (opmy. binbm
iHQopMaTuBHUI € enekTpodope3 reMomiodiHy. Y TOMO3HWIOT OCHOBHY Macy
cranoBuTh HbS, HbA Biacythiit, 3mict HbF migBumieHuii; y reTepo3uroT Mnpu
enexktpodopesi nopsa 3 HbS Bussisitors HbA. ¥V kpoBi migBuUIlleHUH BMICT BUIBHOL
dpakuii  OumipyOiHy, 30UTBIIEHWH BMICT CHPOBAaTKOBOTO 3aji3a; OCMOTHYHA

PE3UCTEHTHICTh €PUTPOIIUTIB M1BUIIEHA.

Jlikysanmsi
[Ipu rocTpux OOMBOBHX KpHU3aX CEPEAHBOTO CTYIMEHS TSKKOCTI B

aMOyJIaTOPHUX yMOBaX MPU3HAYAIOTh HEHAPKOTUYHI AHAJIBICTHKH, HE CTEPOITHUX
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nporusananbaux npemnaparie (HII3IT - i6ympoden, mapareramon). [lpu roctpux
OONBbOBMX KpHW3aX B CTalllOHAPHUX YyMOBaX BHUKOPHUCTOBYIOTh MapeHTEPATbHO
HapKOTUYH1 aHanbreTuku. Ciig sKoMora IMIBHIIE 3HU3UTH 03y HAPKOTUYHOTO
aHaJbIeTHKa, a MOTIM MEepelTH Ha puiioM HeHapkoTuuHux abo HII3II.

HeoOxigHO BpaxoByBaTh MOMKJIMBICTb PO3BUTKY JeErijiparaiii OpraHizmy i
anuao3y  TKaHWH, 10 1oTpedye  TpaHcdysii  COJTBOBHUX  PO3UMHIB  Ta
JIe31HTOKCUKAIIHHOT Teparii.

IIpu po3BuTKY iH(pEKIli A0 OTpUMaHHS pe3ylbTaTiB OaKTEepPlOJIOrTYHOIO
JTOCTI/DKCHHST CJIiJT TPU3HAYUTH aHTUOIOTHK, aKTUBHHMHU 11om0 Streptococcus
pneumoniae 1 Haemophilus influenzae. IlinTpumyroua Ttepamiss - TpaHcdy3ii
BIIMUTUX a00 PO3MOPOKEHUX EPUTPOIMTIB, a TaKOK aAHTUKOATYJSHTIB,
JIe3arperanTiB, MpenapariB i TMOJINIIEHHS CYIMHHOTO KpOBOTOKY. IIpoBomsTh

TPAHCIUIAHTAIIII0 KICTKOBOT'O MO3KY.

TAJTACEMII
MKB-10: 156

Tamacemii — 1€ cmajKoBl 3aXBOPIOBAHHS, BUKJIMKAHI JEJEIIE€I0 TEHIB, IO
KOJYIOTh CHHTE3 TeMOINIO0IHY, MPU [IbOMY Ma€ MICIle MOPYIICHHS CUHTE3Y OJHOTO 3
JIAHITIOT1B IJI001HY.

Tenozeocpachis manacemiu

VY 3B'I3Ky 3 TUM, IO TOMO3UIOTHA TajlaCeMisl IPU3BOIUTH JI0 PAaHHbOI CMEPTI,
NOMYJISILIIHI JOCHIJKEHHSI TMOIIMPEHHS TalaceMli MOXYTh CIHpaTHCs JHILIE Ha
BUSIBJICHHSI TETEPO3UTOTHUX HOCIIB MMATOJIOT1i.

Haitbinpm mmpoko mommpeHa B CBITI J-TajaceMis; BOHA CIIOCTEPITa€ThCs B
kpainax CepenzemHomop's, cepen HapoaiB lliBnenHo-CxinHoi A3ii, Apuxu, Ha
ocTpoBax Tuxoro okeany. Y pi3HHX paiioHax ITanii BoHa BusBiseTbes Bif 7 10 15%
cepen HaceneHHd. lllupoko momupena tamnacemist cepen kurteniB Ipenii, apadCbKkux
kpain, B Taimanmi, Kwurai. 3HauHe YMCIO XBOPHX TallaCEMIE€I0 BUSBICHO CeEpel
ICTIaHIIIB, TOPTYyTajblliB. Y KpaiHax konuiHboro CPCP 3nauHo nomupena ranacemis
B A3sepOaitmxkani, [pysii, Cepennpoi A3ii. Bunaaku rerepo3urotHoil P-tamacemii
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3apEECTPOBaHI Ccepel POCISH, YKpaiHIB, €BpeiB, BIpMEH, Yy30€KiB. o-TamaceMis
BUABIIAETbCS cepen skuteniB Hirepii, y appoamepukanuis, B Itanii, I'peuii, Tainanmi.
I'emorno6inomnarist H - onHa 3 ¢dopm a-Tanmacemii - BUsBIIEHA cepel ITalilIiB, 1HAYCIB,
KATAWNIIIB.

Icmopia

Bnepme tamacemis Oyna ommcana B 1925 porii aMepuKaHCHKUMU TIeiaTpaMHu
Cooley i Lee. Ii nasupators Ha uyecTh aBTopa xBopoba Kymi. Bonu crnocrepiramu 5
JIiTed 13 ciMed 1TamidliB-eMIrpaHTIB. Y JITed BUSBISUIUCA O3HAKU Ba)XKO1
TINOXPOMHOT aHeMii, 3HaYHe 30UIBIIECHHS PO3MIPIB CEJE31HKH 1 MEYIHKH, KICTKOBI
3MIHH, MiJIBUIIEHHS OCMOTHUYHOI PE3UCTEHTHOCTI €pUTPOLUTIB. TepMiH «TanmaceMisi»
(Bimg rpempkux ciiB talassa - Mope 1 aima - KpoB) OyB BIEpIIE 3aMpPOTIOHOBAHUN B
1936 p. Whipple 1 Bradford. XBopoOy Kysi cranu Ha3uBaTH BEJIMKOIO TajJacEeMIEIO
(thalassaemia major). Bmepme aymka mpo Te, L0 TajaceMis - 1€ HaCIiJIO0K
MOPYIICHHs] CUHTE3y To0iHy, Oyma BuciosieHa B 1957 p. Jtano. Hamami Oyro
MOKa3aHo, IO TajlaceMis - 1€ He OJHa XBopoba, a rpyma pi3HUX 3aXBOPIOBaHb,
3arajJbHUAM JUTSl SIKAX € TIOPYIICHHS CHHTE3Y JIAHITIOT1B TII001HY.

B nmanuit yac He BHMKJIMKAaEe CyMHIBIB, 10 XBopoOa Kymi - 1me romo3urorna
TajaceMis, yCraJKoBaHa BiJ 000X 0aTbKiB, TOJII K ICHY€ T€TEPO3UTOTHA TaJacCeMusl,
yCIaJKoBaHa BiJ OAHOTO 3 0aThKiB, 0 Mae Jierkuii mepedir (thalassaemia manor).

Llamocenes

VY HOpMI MoseKyna I00IHY CKJIAIaeThes 3 2 map NOJINENTUIHUX JaHIIorIB. Y
JIOACHKOTO TIo/a mepeBaxkae ¢geranpHuii HB F, mo BkiItowae nBi a-nmaHimrora i JaBi
ramma-yasmoora (a2 i g2). IloctynoBo BiH 3aMiIIa€TbCsl T€MOMIOOIHOM JOPOCIOTO
turty HB A, sxuii He omHOpimamii 1 moxinserscss HAa HB Al (97%), mo ckimamxy sSKoro
BXOJISITh 110 /Bl anb(da 1 Oeta nanmrora (a2 1 b2), 1 HB A2 (3%), mo ckiamaerbes 3
JBOX alib(ha 1 JBOX JiebTa JaHIoriB (a2 1 d2).

[Ipu Tanmacemii omHa 3 JNaHIOTIB [MOOIHY MOXE CHHTE3yBaTUCS B Maiiil
KUIBKOCTI a00 CHHTE3 JIAHIIOra MOXK€ MOBHICTIO OyTH BIJICYTHIM. Y HOPMi CUHTE3
JIQHITIOTIB TJI001HY TOBHICTIO 30aTaHCOBAHMM, BUTPHUX JIAHITIOTIB TIIOOIHY HE OyBae€.

[Topymiennit cuHTE3 OJTHIET 3 JAHITIOTIB T1001HY NMPU3BOAUTH JI0 TTOPYIIESHHS OaJIaHCY,
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1 JIAHITIOT, SIKUH BUPOOJISETHCS Y BEIMKIN KIJTBKOCTI, BUTIAJAE B OCAJl, 3 YUM IOB's13aHa
BEJIMKA YaCTHHA KITHIYHUX MPOSBIB TajaceMii.

[Topymiennsi cuHTe3y b-nmaHiora mioOiHYy 3ycTpidaeTbcs HAWOULIBII YacTo.
TamaceMmisi, mpu SKiii TOPYIIYEThCS CHUHTE3 b-JaHIOra MII0OIHY, HA3UBAETHCS
B-Tamacemii; mpu o-Tajiacemii MOPYUIYETHCS CUHTE3 a-JIaHItora. bynu Takox onucaHi
BUIAJIKK, TIPU SIKIM TopymieHui cuHTe3 d-manmrora, 1 bd-tanmacemii, mpu skiii mae
MicCIIe TTOPYILIEeHHs CUHTE3Y sIK b, Tak 1 d-nmaHutora mooiny. [Ipu remorno6inonarii H
JeNelis CTOCYEThCA TPhOX 3 YHOTUPHOX aJieNiel a-JaHIliora.

VY martoreHesi KJIIHIYHMX TPOSBIB TajaceMili OCHOBHE 3HAYCHHS HAJIA€ThCS
BUSBIICHHIO HAJMIPHOi KUIBKOCTI JlaHIfora ro0iHy. BoHu HecTaOuibHI B PO3uMHI,
arperye i BUMaIar0Th B 0CaJl. 3a JIOMOMOTOI0 €JIEKTPOHHOTO MIKPOCKOIIA HAJTHIIIKOBI
a-JIAHITIOTa BUSBJISIOTHCS, SK B S7pi, TaK 1 B IUTOIUIa3MI E€PUTPOKAPIOMTIB 1
PETHKYIOIUTIB. EpuTpOoKapionnTy TMHYTH B KICTKOBOMY MO3KY, a II€ IPU3BOAUTH 10
MOPYIICHHS] CHIBBIAHOIIEHHS MK PI3KO PO3APAaTOBAHUM YEPBOHHUM IapOCTKOM
KICTKOBOT'O MO3KY 1 HEBEJIIMKUM TIJBUIIEHHSM pIBHS PETUKYJIOLUMUTIB. 3aruoesnb
epUTPOKAPIOIITOB KICTKOBOTO MO3KY 1 B MEHIII1i Mipi PETUKYJIOIHUTIB 1 PUTPOLIUTIB B
CeJe31HIll TMPHU3BOAUTh MPH TOMO3HUTOTHIN (GopMi A0 BUpakeHOTo Heaokpis's. [Ipu
bOMY, B CEJE3IHI[l 1 MeYlHLl BUSBISIOTHCA BOTHUINA YEPBOHOIO KPOBOTBOPEHHS.
HamMmipae KpoBOTBOpEHHS MPU3BOAUTH 10 Aedopmalriil KICTOK, BUpa)KeHa T1MOKCIs -
710 TIOPYLIEHHS PO3BUTKY AUTHHH.

VY AesikuxX XBOPUX TOMO3UTOTHOIO TAallACEMIEI0 HEMAa€ BaXKKHUX O3HAK XBOPOOH.
AHeMis y HHX HE Tak pI3KO BHUPaKEHA, BOHHM MOXKYThb XUTH 0€3 TOCTIHHUX
remoTrpaHcdy3iidi. XBopoba KIIIHIYHO Yy HUX PO3LIHIOETHCS HE sK thalassemia major, a
gk thalassemia intermedia. Ha nymxy Bank, y mux oci6 € migBuieHa 34aTHICTh A0
pPYWHYBaHHS HaJIMIIKOBUX JIAHILIOTIB TIOOIHY, 1110 TPU3BOAUTDH JI0 3HMXKEHHS PIBHS
pPYHHYBaHHS €pPUTPOKAPIONUTIB. Y TOM ke yac, OyJu BUSABJIEHI XBOP1 Fr€T€PO3UTOTHOI
B-Tamacemii 3 OLIBII TSHKKAM KIIHIYHUM TepediroM. Y IUX XBOPHUX BUSBISIOTHCS
HEPIJKO B 0CAJl HAJJTUIIKU a-JTaHIIIOT1B.

[Ipu a-Tamacemii B pa3i MOBHOI BiJICYyTHOCTI CMHTE3Y a-JIAHLIIOTH 1 B 3B'A3KY 3

IIMM TIOBHOI BiJIcyTHOCTI Temornio0iny Al, A2 1 F Hactae BojsHKa 11710712, TIOB'sI3aHa 3
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BaXKOIO aHOKciero. Hammuimok b- naHIIOTIB IpH o-TajaceMii 37aTHUN yTBOPIOBATH
reMOTIO0IH, IO CKJIAIA€ThCs 3 YOTUPHOX b-aHIforiB, - reMmornooin H. Kiitunu, o
MICTATh TeMOTIIO01H H, myke Jerko BHIANSIOTHCS 3 IMUPKYIIAIT CeNe31HKOI0. AHEMis
npu remorsiobidomarii H oOymoBieHa, ik reMoii3oM nepudepudHuX €pUTPOIIUTIB,
TaK 1 HEJJOCTATHIM CUHTE30M I'e€MOTJIO0IHY.

I'emorno6inomaris Bart - Terpamep ramma-naniora. OmucaHo TaKoX CIIaIKOBE
nepcuctyBanHs (QetanbHoro HB, oueBHIHO, 3a pPAaXyHOK IOCHJIEHOTO CHHTE3Y
ramma-ianuipra. IcHye remornoOiHonaris Lepore, st AKOi XapakTEpHUM €

YTBOPEHHS aHOMAJIBHOI JIAHIIIOTA, IO CKIATAEThCs 3 (pparMeHTiB b- 1 d-naHitora.

Kninika

Tomoszucomnua f-manacemis

[Ipu romozurotHii B-tanacemii (thalassaemia major) KiiHIYHI TPOSIBU XBOPOOU
BII3HAYAIOTHCS 1O KIHIA NEpIioro ado piamie APYroro pPoKy JKHTTS JUTHHH.
[IpoTaroMm mepumux MICSIIB XKUTTSA CTaH AUTHHH IUIKOM 33JI0BUILHUMN, BUSIBISIETHCS
NOMIpHa aHeMis, aje JaJeKO HE 3aBXAM MOXKHA BUPIIIUTH NUTAHHSI, YCIAIKyBaB
JTUTHHA XBOpoOa BiJ OAHOro abo 000X OaThKiB. XapakTepHI O3HAKH: 301JIBIIICHHS
pPO3MIpIB CEJNE31HKHM, JKEJNTYIIHOCTh 1 CIpyBaTWid BIATIHOK MIKIPU 1 CIHM30BUX
000JIOHOK, BUpaxeHa OmiicTh. Pi3ka rinmeprmiasisi KpOBOTBOPHOTO KiCTKOBOTO MO3KY
IPU3BOIUTD JI0 MOPYIIEHb CKEJIeTa: Maiyke YOTUPUKYTHUN Yeper, TPOXH CIUTIOIIEeHA
MEpeHICCs, BUCTYMNAaK4l BWJIWI, 3BY)KEHHS OYHUX NIUIMH. PEHTreHoJoTri4HO
BUSBIIIETHCSI TIOTOBIIEHHSI T'yO4acTOro mapy KiCTOK CKIICTIHHS 4yepemna, MmonepeyHa
CMYTacTICTh Ha 30BHINIHBOI IJATIBLI JIOOOBOI 1 TiM'ssHOI KicTKu. [ith ¢izudHO
PO3BUBAIOTHCS TIOTAHO, Y HUX 3HIDKEHA OMIPHICTH 10 PI3HUX 1H(EKIIIH.

BuainsaioTe Tpu cTymneHl TSKKOCTI TOMO3HTOTHOI TajaceMii: BaxKKy, IPH SKid
XBOp1 TMHYTh MPOTATOM NEPIIOTO POKY KUTTS; CEPEAHBOI TSHKKOCTI, MPHU SAKIH AITH
JIOKUBAIOTH 710 5-8 POKiB; M'AKITY (HOpMY, TIPH AKiH XBOP1 JOKHBAIOTH J0 JOPOCIOTO
ctany. HanMipHe BikiaJeHHs 3aii3a TPU3BOAUTH 10 PO3BUTKY IIUPO3Y IMEUIHKH,
I[yKpOBOTO JiabeTy, HeIOPO3BUHEHHS BTOPUHHUX CTATEBUX O3HAK, Kap10CKIEPO3Yy.

Lemepo3ucomna B—maﬂaceMi;l
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I'eteposurorna P-ramaceMist - pe3yabTaT HACTiAyBaHHS XBOPOOW IUIIE BiJ
oJlHOTO 3 0arbKiB (MaJl. 3). XBopoOa MOXKe MPOTIKATH 1HOJ1I O€3CUMITOMHO, YacTillle
7A€ pi3Ko BHpakeH1 KJiHIYHI TposBH. CKapru XBOPUX 3BOJATHCS JIO ITiJIBHINECHOT
CTOMJTFOBAHOCTI, CIAOKOCTI1, 3HMKEHHS ITpaIe3/1aTHOCT1, 0COOJIMBO y BUMAAKaX, KOJIH
XBOpUH 3aiiMaeTbest (pizuuHor0 Tpanero. [lpu omsaal iHOMI 3BepTae Ha cebe yBary
HEBENMKa OMIIICTh XBOPOTO, 3pifKa JIerKa IKTepIYHICTh MKIpU Ta ckiep. [lomipHe
30UIBIIICHHST PO3MIPIB CEJIE31HKU - YaCTUH CHMIITOM T'€TEPO3UTOTHOI [-Tajacemii.

[HOM1 301MIBIITY€THCS TIEUIHKA.

NORMAL PB-THALASSEMIA

A Reducoed [i-globin synthesis, 3 - Inscluble c-globin aggregate
{omgPzd with relative - HBA
excose of w-globin
MNormal arythroblast Abnormal erythroblast
F I ] o
aw al L=l palbil & -y t
red colls leave rearEaEe
MNammal HbA

Hypochromic

Mommal red blood colls
die in Done Mmanrow RN red cell
iInefective erythropoiesis) NSl

" l
Dietary iron J Destruction of
aggregate-containing
red cells in spleen

Mast erythroblasts

X
—y

iron
TR

------ -
*
Blood
transfusions
" + Tissue anocxa
Reduce < ]
Erythropoietin
IﬂCf(iﬂS?
[ %}

| Systemic iron overload arrow @xpansion

{(secondary hemochromatosis) i
Pathogenesis of b-thalassemia major. Note that \
aggregates ofunpareda-globin chains are not visible | \

in routinely stained bloodsmears. Bloodtransfusions
adding to systemiciron overload I Skelotal deformitios l

Fonte: http: Mmedicinembbs blogspot.coms2011 501 Ahalassemia btml

Man. 3. [1atorenes B-ranacemii

o-lanacemis
Cunte3 a-maHirora nIO0IHY Ha  BIAMIHY Bl CHUHTE3y b-jaHiora
KOHTPOJIFOETHCSL JBOMA TMapaMH IIIJIKOM MHMOBIPHO HEpIBHO3HAYHMX TeHIB (4
anensimu). ToMy MOXIIMBO 0Oararo pi3HUX BaplaHTIB o-Tajgacemii. Y pas3i MOBHOL
BIJICYTHOCT1 a-JIAaHIIOTIB, IPU TOMO3WUTOTHOMY MOPYIICHHI (YHKIIi BCiX YOTHPHOX
ajenel y miona He Moxe OyTd (heTalbHOTO reMOmIO0iHY 1 T HEeKUTTE3TATHHM.
[Ipu ypaxkeHnH1 onHoro abo JIBOX ajieneil Mae micue jerka aHemis. KiiHiuHi nposiBu

o-TanaceMii 3 ypaKeHHsSIM JIBOX ajiejiei, HMOBIPHO, 3aJie’KaTh BiJ TOTO, SKI 3 JBOX
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aneneid BpaxeHl. CUMOTOMH MaiKe TOBHICTIO TMOBTOPIOIOTH KIIIHIYHY KapTHHY
reTepo3uroTHoi B-tanacemii. Hepijiko mpu 1boMy BUSIBIISIETbCS 301IbILIEHHS PO3MIPIB
CEJIe31HKH, Pi/IIIe MEeUiHKH.

I'emornobinomariss H - ogun 3 BapiaHTiB o-Tanacemii. Bona Oyna omucaHa B
1955 p. Rigas. [l miei popmu TamaceMii XapaKTepHO MOPIBHAHO HETSHKKUN nepedir
XBOpOOM, HE3HAYHE 301IBIIICHHS PO3MIPIB CENe31HKU, TIEUIHKHN, HEBEITUKA YKOBTSHUIIS
3a paxyHOK 30UIbIIEHHS HENpsIMOTo OuTipyOiHy, aHeMis pPIZHOTOo CTYIICHS, aje

YacTIIlIe 3a BCE BMICT reMoro0iny He Hux4de 70-80 1/ 1.

[liaeHocmuka

J71st ToM03uTOoTHOI B-Tanacemii BMICT reMorio0iHy 3HmKyeThest 10 30-50 r/ 1.
BusiBnsierbcsi BuUpakeHa Tinoxpomiss eputrpouuTiB. KombopoBuit mnokazuuk 0,5 1
HUKYE. 3MICT PETUKYJIOIUTIB MBUIIEHO, OJHAK CTYIHb PO3APAaTyBaHHS YEPBOHOTO
napoctka Habararo BWIlE 3a3BUyaid. BwmicT 3amiza cupoBaTKM Haldacriiie
N1JBULIEHO, aje MOXXe OyTH B MeXax BEPXHbOI HOPMH. B KiCTKOBOMY MO3KYy BMICT
cuzepoosacToB  30uibiieHO.  Mop(]OJOriYHO  €pUTPOLMTH  TIMOXPOMHI,  PI3KO
BUPKEHUM aHI301IUTO3, YACTO BUABIISIETHCS 3HAUHA 1X MIIICHEBITHICTD, 0a30(pUIbHAS
NyHKTaus B HUX. OCMOTHYHA PE3UCTCHTHICTh €PUTPOIUTIB 3a3BUYAN IIiBUIICHA.
XapakTepHO MiJIBUILIEHHS PIBHA OUTIpyOiHY 3a paXxyHOK HEmpsiMOoro. 3a JOTOMOTOI0
51Cr BUSBISETHCS 3KOPOUCHHS TPUBAJIOCTI )KUTTS epuTpouuTiB. JechepanoBuit Tect
JI03BOJISI€ BUSBUTH IIIJBHINCHHS BMICTY 3aji3a B 3amacax. JliarHo3 moke OyTH JIeTKO
MIATBEPHKEHUN JOCTIHKEHHSIM BMICTY (peTalbHOTO FeMOITIO0IHY B €pUTPOIIUTAX.

I'emaronoriudi NOKa3HUKM MPU FE€TEPO3UTOTHIN TajgaceMii MOXKYTh KojieOaTHCs
B 3HAYHUX MexaxX. BMICT reMorno6iny Moxke OyTd HOpMaIbHUM a00 OJIM3BKUM 0
HopMmu (thalassaemia minima). HaifuacTime BUSBASETHCS 3HUKEHHS TeMOMIIO0IHY 10
90-100 r / . 3HMKEHHS] KOJBLOPHOTO TOKa3HWKa Moxke Oytu 3nauamm (0,5-0,6), ane
gactime 0,7-0,8. KpiM Tinmoxpomii epuTpoIUTIB, YACTO BUSIBISETHCS aHI30IMTO3 1
MOMKUIONNTO3, T4 UM 1HILIA CTYMIHb MIIIEHEBIIHOCTI eputpouutiB. OHaK, 1S O3HAKA
HE CTpOro OOOB'SI3KOBHM ISl T€TEPO3UTOTHOI Tajacemii. Y TOW e dYac, HasBHICTh
MILIEHEBITHOCTI €PUTPOLUTIB HE € MAaTOTHOMOHIYHOIO O3HAKOI0 Tanacemii. Lls o3Haka

BUSIBIISIETHCSI HEP1JIKO MPH 3a130/eiIMTHOI aHeMii, CBUHIIEBOI IHTOKCHKAIIII 1 B 0Ci0,
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Kl TIEPEHECIM CIUICHEKTOMiI0. XapakTepHUM JUIsl TajaceMii € HasBHICTh
0a30(UIbHOI TyHKTAIlli EpUTPOIUTIB, ajieé BOHA TaKOX CIOCTEPIraeThCsl MpHU
CBUHIIEBOMY OTPY€HHI. 3MICT TpaHys 3ajii3a B KICTKOBOMY MO3KY 30UIBIICHO, PiALIe
HOpMaJjbHE, ajieé MOPIBHSHO PIAKO BAAETHCS BUSBUTH CHAECPOOIACTH 3 TpaHyjIaMu
3aj1i3a, KUIbLIEM OTOYYIOTh SiApo. BMICT 3ami3a cCUpOBaTKU y XBOPHUX T'€TEPO3UTOTHOIO
TajlaceMi€l0 HOpMaJIbHE a0o pijlie IMiABHINCHUN. 3amacy 3ajiza 3a jaechepaioBum
TE€CTOM BUSIBIISIIOTHCS MM1IBUILIEHUMH.

Jliacnocmuuni kpumepii maiacemiu

Kpurepii T'omo3urorna I'erepo3urorna o-TajaceMisi
B-Tanacemis B-Tanacemin
I'emornoGin (/) 30-50 N;  90-100 [TomipHo |
INnoxpomist +++ + +
EPUTPOIIUTIB
K.i. menmre 0,5 K.m. 0,7-0,8 K.m. 0,7-0,8
Peruxynouutu % 1 ) 1
AHI301I1TO3, +++ + +
MOMK1IOIUTO3
EPUTPOIIUTIB
MimeneBuaHi +++ + +
EpUTPOIUTH
bazo¢inbpHa myHKTALis B +++ + +
EPUTPOIUTAX
Tonpasheniis 11 11 11
YEpBOHOTO TAPOCTKA
CupoBaTHe 3a71130 KpOB1 ™" N; 1 1
Cunepobnactu 1 ) 1
KiCTKOBOTO MO3KY

71




OcmotnyHa ) ) )
PE3UCTEHTHICTh

E€PUTPOIIUTIB

CKOpOYEHHS TPHUBAIOCTI ++ + +

KHUTTS €pUTPOLIUTIB

Hemnpsimuii 6inipy6in ™" ) i
Hecdepanbuuii Tect [To3uTuB. [To3utus. [To3utus.
F- reMonIo0iH B 120-90 11 N; 12,5-7,0 N

epurponmtax (%)

A2-  remomo6iH B | 11; npu bd-tamacemii ) N
€pUTPOIUTAX -N; |
CriBBITHOIICHHS a/b 1 ) l

JIQHIIOT1B reMorIo0ina

[IpumiTka: | — cHWKeHHH, T — miABUILEeHUH, N — HOpMa, + 03HaKa B HASIBHOCTI

[IpenaranbHa JlarHOCTHKA TOMO3MIOTHOI [-TamaceMii JOIUIBHA B THX
BUIIAJIKAaX, KOJIX MaTH 1 0aTbKO JUTHHHU CTPAXKTAIOTh HA TETEPO3UTOTHY P-Taiacemilo.
Jlns mpeHaranbHOI IarHOCTUKYW BHUKOPHUCTOBYIOTH METOJ| MYHKII 3 OTpHMaHHSIM
KpOB1 3 TIulalleHTH B mepiof 18-23 TwxkHIB BariTHOCTI. PeTukymonuTtu 1iona
1HKyOyIOTb 3 aMIHOKHCIIOTaMH, B TOMY YHCJIl 3 JICMIIMHOM, MIYE€HUM TPUTIEM.
JloCHi/DKYIOTh  CIIIBBIIHOIIEHHS MIXK CHHTE30M b- 1 a-maHiora. Y HOpMI
chniBBigHoWEeHHs a / b komuBaerbes Big 0,068 nmo 0,094. Ilpu rerepo3uroTHii
B-ramacemii 1ie criBBigHOIIEHHS JAemo 3HWKYyeTbes - 0,037-0,057. mpu roMO3UTOTHIN
B-tamacemii b-iaHIIOr B3arajii He CUHTE3Y€ThCS. TaKUM YMHOM, METOJI AyXKe IIIHHUN
B IIPEHATAIbHOI A1arHOCTUKU TOMO3UTOTHOT B-TasnaceMii.

Jlucepenuianvrna oiacHocmuxa

HudepennianbHuil AlarH03 reTepO3UTrOTHOI TajlaceMii JOBOAMTHCS MPOBOJUTH
3 3ami307e(IIUTHOI0 aHEeMi€r0. XBOpI CIIOCTEPIrarOThCsA 0araro pOKiB, JIKYIOTHCS
npenaparaMy 3aii3a, oAHaK e(eKTy Taka Teparis He Jae. Y IUX BUIAAKax JKap

NOBMHEH B TEpLly Yepry MNOAyMaTd Npo Tanaccemuro. HeBipHuid 11arHo3
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3aI1130/1e(DIIUTHOT aHEMIi TAKUM XBOPUM MOXYTh CTABUTH a00 B 3B'SA3KY 3 THUM, IO Y
KIHOK PSCHI 1 TpHUBaJl MEHCTpyajbHI KPOBOBTpaTH, ab0 BUSBISETbCS axulis, SKY
BBAAIOTh MPUYMHOI HEAOKpiB'sa. OcobnuBo ckiagHo OyBae MOCTABUTH JAiarHO3
XBOPUM B THUX BHIIQJIKaX, KOJW HEMae TIinepOuTipyOiHeMii 1 HE NaJIbIyeThCA
cenesinka. [Ipu BUABIEHHI y XBOPOr0o HOPMajbHOTO BMICTY CHpPOBATKOBOTO 3aii3a,
333C, deputuny npu HeeEKTHBHOCTI JIIKyBaHHS MpenaparaMu 3aji3a B MUHYJIOMY
Tpeba moyMaT po TaIaceMIo.

JudepeniianbHuii 11arHO3 T€TEPO3UTOTHOI TajacemMii JOBOJIUTHCS MPOBOAUTH
1 3 CBUHIIEBOIO 1HTOKCHKali€r. [Ipu CBUHIIEBIN 1HTOKCHKAIl, SIK 1 TPU TajaceMii,
CIIOCTEPIraeThCA TINOXpPOMHA aHeMis 3 BHCOKMM BMICTOM 3aii3a, 0Oa3zoduibHas
nyHKTanus eputporuTiB. OmHak, uisi TajaceMii HeXapaKTepHI HEBPOJOTIYHA
CUMIITOMAaTHKa 1 O11b B KMBOTI. Y TOM K€ Yac, MPH CBUHIICBOMY OTPYEHHI pO3MIpH
CeJIe31HKHU He 30UIbIIEeH], HeMa€e 0araTopiyHOr0 aHAMHE3y aHeMi.

JludepeHmiaabHui AiarHO3 TETEPO3UTOTHOIO TaJdaceMI€r0 JOBOAUTHCS 1HOMI
MIPOBOJIUTHU 3 CIIPABKHBOK MONIIUTEMIEI (epuTpemietro). Lle mos'si3aHo 3 TuM, 10 y
XBOpPHUX Ha TajlaceMiio Ha TJIi TUIIOXPOMIii IPU 33I0BUILHOMY PiBHI T€MOIIIOOIHY 3MICT
epUTpOIUTIB MOxe miaBuuuTucs no 6,0 T / mn. [Ipu nboMy BUSIBISIOTHCS O3HAKU
NiJBULIEHOTO TEMOJI3y, HEBENHMKa TrinepOutipyOiHeMis, aHI30LUTO3, TINOXPOMIs,
MIIIEHEBITHICTh 1 6a30(iIbHA MYHKTAIliS €PUTPOLIUTIB, YOTO HEMAE TIPH CHPABKHIN
MOJIUATEMI].

TpynHoui BUHUKAIOTh Tpu JaudepeHIiianbHii aiarHocTuil bd-tamacemii B
3B'I3KY 3 BIJICYTHICTIO MIABUIICHHS BMICTY reMOTIIO01HY A2 1 TIpH 11arHOCTHII
a-TajaceMii. Y UUX BHUMaJAKaxX 3aliJIo3pUTH TalaceMilo JIONOMAarae XapakTepHa
KIIIHIYHA KapTWHA XBOPOOHW, a BIJACYTHICTh 30UIBIICHHS TeMOrIo0iHYy A2 mpu
niaBHIIIEHOMY TeMoro0iH1 F mae migcraBy roBoputu npo bd-tanacemii. BincyTHicTh
30UIBIIIEHHS SIK TeMOnIo0iHy A2, Tak 1 (PeTaabHOro reMoro0iHy 3MyIIye MOayMaTu
npo o-TamaceMiro. JliarHo3 MIATBEPIKYETbCS JUIIE TOCTIKEHHAM O10CHHTE3Y
JIQHITIOT1B IJI001HY.

MoxyTh  BUHUKATH  CKJIQJAHONII B  JIATHOCTUIl TpU  TOETHAHHI

remoniioOiHomnatii H 3 1HmIIMMHM 3aXBOpPIOBaHHSAMH, HalpUKIaa 3 Jedirurom
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aKTHUBHOCTI [JTI0K030-6-hocdaTaeriiporeHasmu. Onnak, npu nedimuTi
[TI0K030-6-(hocdaTaeriiporeHa3yu aneMisi HOCUTh 3aBKIM HOPMOXPOMHHUI XapakTep.

lNnepaiarHocThka TamaceMii MOXJIHMBA TMPH BHIBIECHHI Y XBOPOTO BHCOKOTO
piBHsI reMoro0iny F, sikuil Moxke OyTH TIpH JESIKUX CHAJKOBHX 3aXBOPIOBAHHSIX, HE
MOB'SI3aHUX 3 TajlaceMi€l0, a TaKOX MpPH JCSKUX XPOHIUHMX (opmax marosiorii. 3
CHAJKOBUX XBOPOO CIiJ 3a3HAYMTH CHAJAKOBE HOCIACTBO TemornoOiny F - rpymy
CHAJKOBHX AE€(PEKTIB, IPH SKUX Y IPAKTUYHO 3A0POBUX a00 Maike 310pOBHX JHOEH
3 TIOKOJIHHS B TIOKOJNIHHS THEpPEJAaETbCs BUCOKHM piBeHb reMomniodiny F (y
reTepo3uroTHUX HOCIiB - 15-25%). [lpu miii xBOpoOi HeMae 3HIKEHHSI CHHTE3Y
p-JIaHLIIOTa, SK L€ CIOCTepiraerbcsl Npu [-Tajacemii, ajle MpU HAPOMKEHHI HE
NpUNUHSIETHCS cuHTe3 H-nmaHIiora mooiny.

Bucokuit piBenpr remorno0iHy F BusABISE€TBCA TIpU  JeAKUX  popmax
remoro0iHomnariid. HeBenuke miBUILIEHHS BMICTY TeMOMIO0iHY F BUSBISETHCS 1HOI
npu xBopo61 Mapkiadasu - Mikene, npu cagkoBoMy MiKpochepoIrTo3i, iIHOA1 BOHO
CIIOCTEPITAa€ThCSl Yy BariTHUX KIHOK. 3HAYHE MIiABUINCHHS reMornooiny F
BiJI3HAYAETHCS TPU ACTKUX IMyXJIMHHUX 3aXBOPIOBAHHSAX CUCTEMH KPOBI 1 TPAKTUIHO
y BCIX XBOPHX Ha IOBEHUIbHUI XPOHIYHUN Mienonenko3 - Big 20 g0 70%.

Haituacrtime croocrtepiraerbCsi HEIOOIIHKA O3HAK Tajacemii, 1 XBOpUM
TETEPO3UTOTHOIO TAJIACEMIEI0 CTABIATH i1HII JiarHo3u. Ciij 3a3HAYUTH, 10 O3HAKA
MIIIEHEBUAHOCTI HE € crnenudiuauM. MIleHeBIHICT, - 1€ MNPOSB HaAMIPHOI
NOBEPXHI €PUTPOLIMTIB, MIJIBUILEHUNA BMICT B HUX XOJECTEpUHY. TOMy HE IMBHO, 1110
MIIIEHEBUIHI €PUTPOIUTH 3yCTPIUalOThCsl HE TUIBKM MPHU TallaceMii, aje B Maliid
KUIBKOCTI 1 TIpH 3aii30AepIUUTHIA aHeMil, a y BEJIMKINA KUIBKOCTI BUSIBJISIOTHCS MpPU
CTaHaxX, IO MPOTIKAIOTh 31 30UIBIICHHSIM BMICTY XOJECTCPUHY, HANPHUKIAN TPH
00TypaIlii )KOBUHHMX MIIAXIB, & TAKOX MICJIS CIJICHEKTOMI, MPU T€MOTIIO0IHOIIATISX.

Hwxue HaBeneHo npukiag Mopdosorii epuTpouuTiB npu remorsiodinonarii C

(mamn. 4).
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Man. 4. T'omo3urotHa remorno6Oinonaris C. JledopmoBaHi 1 MULIEHEBUIHI
EpPUTPOLIUTH

MoJB1 11arHOCTUYHI CKJIAIHOCTI, KOJIM TajlaceMisl TOEAHYEThCS 3 1HIIUMHU
XBOpoOamu abo Koiau 3anmi3oAe(IUUTHA aHEMisl MOEIHYETHCS 13 3aXBOPIOBAHHSIMM,
pY SKUX 30UTBITY€EThCS cene3inka (KIHIYHUA npukiaf 2). 3amizoaedinuTHi aHeMii
31 30UIBIICHHSIM PO3MIPIB CEJIE31HKH CIIOCTEPIraloThCs PiAKO. Y IMX BUITAJIKaX MOBa
fize HaliacTimie mMpo MOeIHAHHS 3aiizonedinmuTHOl aHemii 3 rematuToM abo 3
OyIb-sIKUM JIEWKO30M. 3OLIbIICHHS CEJIE31HKM XapaKTEepPHO I 130JIbOBAHOTO
JIETEHEBOTO CUAEPO3Y.

[HOmI  crmocTepiraeTbcs  MOEMHAHHS ~ TETEPO3WTOTHOI  P-Tamacemii 3
3amizonedinuTHOK aHemiero. Taki MoeaHaHHS OCOOIMBO YacTi y JKIHOK Oararo
HapOXKYIOUMX 1 30HaX MIMPOKOTO TMOIIMPEHHs [-TajmaceMii, HampuKiIag B
Azepbaitmkani, TapkukicTadl (IUB. KITHIYHAN OpHUKIaf 3).

HaiicknanuimuM € 3'scyBaHHS MUTAHHS, YU W€ MOBA MPO Npua0aHHs AePeKTy
CHUHTE3y IJI00iHYy, MOB'SI3aHOMY 3 IYXJHMHOIO CHUCTEMH KpOBI, a0 MpO BUIAJKOBE
MO€/IHAHHSA IMYyXJIMHU 13 CHAJKOBUM JIe(EKTOM, IO HE BUSIBISIIOTHCA JO TOTO, SIK
JIOAMHA 3axBopiia Ha Jeiko3. Jloka3u HaBOASATHCS HENpsiMi, 3aCHOBaHI Ha
JOCJIIPKEHH] PIBHS TEMOTIIO0IHY, €pUTPOIHUTIB 1 MOP(OJIOTIT epUTPOITUTIB y POJIUYIB,
a TaKko)X Ha TOPIBHSHHI aHali31iB KPOBI XBOPOIO B MEPioJ XBOpOOW 31 CTapuMu
aHaji3aMH, 010 30eperucs y XBOporo (IMB. KIIHIYHUN NpuKiaj 4).

Kniniuni npuxiaou (Ioenvcon JI.U.)

Kniniunuti npuxnao 1. Xsopuii K., 41 poku, cnocrepiraBcs y TepareBTiB 3

OpUBOLY TinoXpoMHOI aHemii. HeomHopa3oBi rocmiTanizaimii, 3acTOCyBaHHS
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nmpenapariB 3ajiza, B TOMy YMCI1 1 JJis TApEHTEePaJIbHOTO BBEACHHS, HE TUIBKUA HE
JlaJy pe3yJIbTaTiB, ajie MOTIPIIKWIN CTaH XBoporo. [Ipyu HaaXoMKEeHHI 10 reMarosiora
IpU OMVISAL BII3HAYEHO O1AICTh MIKIPHUX MOKPUBIB 1 CIM30BUX 000JI0HOK. BusiBieno
HEeBeJIMKE 30UIBIICHHS PO3MIPIB CeNle31HKH 1 edinku. Bmict remornob6iny 84 r/ 7, a
notiMm 65 r / 1, kompHuil mokazHuk 0,55; peruxynouutiB 1,4%. VYV wma3zkax
nepudepuIHOi KPOBi BUSBICHO aHI30IIMTO3, Pi3Ka TiOXpoMis, Oararo MilieHEBHIHUX
EpPUTPOILUTIB, OCMOTUYHA PE3UCTEHTHICTh mijBuIleHa: B 0,3% po3uuHi XJ0pumy
HaTpito remoiizoBaHl 83% eputpouutiB (B HOpMi 97-100%), B 0,25% po3uuHi
xynopuay Harpito - 90% (mopma 100%). IloBHMiIT Temoii3 HacTaB TUIBKH B
JUCTUIIbOBaHIN Bojl. binipyOin B cupoBatii 22,6 MKMOJb / JI. 3MICT CUPOBAaTKOBOTO
3amiza migBumeHui g0 49,3 Mxmonb / a. Ilicns BBeneHHs necdepana 3 ceyero
Bunuuiocs 4,01 mr 3amiza (Hopma He Outbiie 1,3 mr). Bmict remornioGiny F 1 As
BUABWIOCS HOpMaidbHUM. lle naBajno MOXIUBICTH BIJIKMHYTH JlarHo3 Oera-
TaJacCeMUHU, SKUU CcrouyaTky mnepeadadaBcs. bymo BHBUeHO O1O0CHHTE3 JAHITIOTIB
m100iHy 1n vitro. CHIBBIZHOIIEHHS MDK a- 1 b-JaHIoraMu BHUSIBHIIOCS Pi3KO
3amkeHuM - 0,4 (B Hopmi 1,0). Lle 103BOIMIIO 11arHOCTYBAaTH y XBOPOTO O-TaTaceMii.
[Ipu nocmipkeHH] TOYKH XBOPOTO BIIXMIICHB BiJl HOPMHU HE BCTaHOBIICHO. JlocaiauTu
IHIIMX ~ pOAMYIB  HE MPEACTABIUIOCS  MOXIUMBUM. OCOONMBICTIO  JTaHOTO
CIIOCTEPEKEHHS CTAJI0 PO3BUTOK BAXXKOTO 1HCYTIHOPE3UCTEHTHOTO ITYKPOBOTO
niabery, MOB'SI3aHOT0 3 TeMOCHEPO30M MIAILTYHKOBOI 3aJ1034, B 3B'SI3KYy 3 UMM Ha
TpuBajduil nepion OyB mpusHaueHuid necdepan (500 mr B nens). HesBaxkaroun Ha
IpOBE/IeHE JIKYBaHHS jaecdepanioM, XBOPUH MOMEp MPU HAPOCTAIOUMX SBHIINAX
cepueBoi HefgocTaTHOCTI. [Ipu TiCTONOrTYHOMY JOCIHIIPKEHHI KICTKOBOTO MO3KY
BUSIBIICHA BUPAXKEHA TiNepIuia3is YepBOHOTO MapoCTKa. BcTaHOBIEHO remMocuaepos
KJIITUH TICYIHKH, aHYJISIpHUM IUpo3. Y MIOKapii - BIAKIAICHHS 3aji3a B M'S30BUX
BOJIOKHAX 1 BUpa)K€Ha MapeHXumaro3Has quctpodis. BUsSBIEHO TakoX BiJKJIaCHHS
3aJli3a B MIUTYHKOBIH 3271031 1 B KJIITUHAX KJIyOOYKOBOI 30HM HAIHUPHUKIB.

Kniniunuti _npuxnao 2. Xsopa Il., y ki 3amizogedinuTHa aHeMis

MO€ETHYBajacs 3 o-Tajacemiero. B KIiHIKy Ay qoCmipKeHHs Oylia cripsiMOBaHa XBOpa

21 poxky. Ilim wac BariTHOCTI (3a MIBPOKY 10 XBOpPOOM) BMICT TE€MOIIIOOIHY
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3HIKyBaBcst 10 70 r / 1. B 10oHOCTI BiJi3HaYaIuCs PSACHI 1 TpuBaii MeHcTpyari. [Ipu
HAJIXO/KCHH1 B KJIIHIKY - SIBHI O3HaKW Je(IiIuUTy 3aii3a: pi3ke BUIAJAHHS BOJIOCCH,
JAMKICTh HITTiB, OakaHHs icTH Kpehay. Ase Oyna 3HaYHO 301JIbLICHA CeNe3iHKa, 110
XapakTepHO JJIs TeMOTITHYHUX aHeMid. AHamiz kposi: Hb 40 r / 1, ep. 3,0 T / 1, xom.
nokasHuk 0,4; perukynouutu 2,3%. Bwmict 3amiza cupoBatku - 4,7 MKMOJb / I,
ounipy0iH - 23,9 MKMONb / 71 3a paxyHOK HempsiMoro. B KiCTKOBOMY MO3KY pi3ke
pO3apaTyBaHHs YE€PBOHOTO IMAapocTKa. BMICT 3aiiza B epiTpokapioliTax KiCTKOBOTO
MO3KY 3HMKEHO. J[1arH03 XpOoHIYHOI 3a11301€PIUUTHOI aHEMIl CYMHIBIB HE BUKJIMKAB,
IpoTe 3aJUIIAIOCAd BIIKPUTUM IMUTAHHS MPO NPUYUMHHU PIZKOTO PO3JpaTyBaHHSA
YEpPBOHOI'O MApOCTKa KICTKOBOTO MO3KY, HEBEJIMKHUU rinepoinipyOiHemii, 301IbIIEeHHS
cene3iHku. byno posmodaro InikyBaHHS (epporiekcoM mo 6 TallIeTOK B JICHbB.
KpoBoBTparu 3 NITyHKOBO-KHUIIIKOBOTO TPAKTY HE BUSIBIEHO. PEHTTeHONOT14HO 3MiH B
CTPaBOXO/l, HUIYHKY 1 KHUIEYHHUKY He€ BHsBJIeHO. [IpoOu, 10 XapakTepu3yroTh
(byHKIIIOHANBHUIM CTaH Me4yiHKH, 0e3 3MiH. [|JIsi 0CTaTOYHOTO BUKIIFOUEHHS TENaTHTy
Oyna 3poOyeHa OlomCis MyHKINT MEYiHKWA. 3MIH He BUsABIeHO. Ha T JiKyBaHHS
npernaparaMi 3ajii3a BMICT TeMorIo0iHy y XBopoi HopMmaimi3yBases - 120 r / 1, mpoTte
KOJIIPHUHM MOKA3HUK 3aJUIIMBCS Ty>Ke HU3bKUM -0,6, Tak SIK KUIBKICTh €pPUTPOIIUTIB
nigsuuiocs maixe g0 6 T / n. YV Ma3kax KpoBi, KpIM TIHOXpOMil €PUTPOLUTIB,
BCTAHOBJICHA MIMICHENMOAIOHICT 1 Oa3odinbHa MyHKTAIll EpUTPOIUTIB. Bwmict
remorio0iny F y xBopoi 0,6%, BmicT remorio0iny A2 1,4%, ik 1 10 JIKyBaHHS
npenaparaMmy 3ami3a, Tak 1 micas. [Ipy moBTOpHOMY AOCIHIKEHHI BMICT 3aii3a
cupoBarku (IMicisl M'ATUAEHHOT TEpEepBH B JIIKyBaHHI Mpenaparamu 3aiiza) - 25,2
MKMOJIb / J1. 3amijgo3peHa o-Tanacemis. [IpoBeneHo nocmigkeHHS O10CHHTE3Y
JAHITIOTIB T00iHY in vitro. CHiBBITHOIICHHS MK CHHTE30M a- 1 b-JIaHIIOTIB
BUsIBUJIOCA pi3ko 3HIKEeHUM (0,44 ipu HopMmi 1,0), 110 XapakTepHO IS o-TajaceMii.
Cran XBOpOi IIIKOM 33J0BUIbHMMA. TakuM 4YMHOM, Y XBOpPOI MOXHA FOBOPUTH MPO
MO€ETHAHHS BaXKOTO AeIUTY 3aii3a 3 Jerkoto ¢opmMoro Tanacemii. JIikyBaHHS B 111K
cUTyaIlii BumMaran JAediruT 3aisa.

Kniniunui npuxnao 3. Xsopuit 3., 23 pokiB, MOCTYNHB B KIIIHIKY 31 CKapramu

Ha HEBENMKY ciabkicTb. BBaxkae cebe xBopum 4 poku. Ilig gac cmyxOu B apmii
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3aXBOPIB 3allajieHHsSIM TOMIJIKH, MICJSI YOTO PO3BUHYJIOCS BUpa)KeHa aHEMisl - BMICT
reMon1o0iHy Brajo A0 35 r/ 1. XBopuil JiKyBaBCs MPEAHI30JIOHOM, IMICIS YOTO BMICT
reMonIo0iHy HiABUIIMBCA 10 HOpMU. [IOBTOpHMIT KpU3 BUSBUBCS Yepe3 2 POKH, KOJIU
BMICT IeMOTI001HY 3HU3HBCSA 110 SO 1/71, BiA3HAYaBCsI HU3BKUM KOJTLOPOBHM MOKA3HUK,
npuckopeHHsi IIOE, 301nbplIeHHs KUIBKOCTI PETHKYJIOLMTIB. BusiBisiocs piske
pO3ApaTyBaHHS YEPBOHOTO MApOCTKA KICTKOBOTO MO3KY. BMicT cHpOBaTKoBOTO 3aii3a
Oyno HopMmaiabHUM. [IoBTOpHO OYyB OTpuMaHuil €(eKT Bij JIIKyBaHHS MPETHI30JIOHOM.
[ToBTOpHI reMOIITHYHUN KPU3 BUHUKAJIN 3HOB uepe3 2 1 3 poku. [Ipu HanxomkeHH1 B
KJIIIHIKY CTaH XBOPOTO IIUUIKOM 33JI0BUIBHUM, Cele3iHKa He manbiyeThes. [ledinka
BUCTYTIA€E 3 Tiapeodep's Ha 0,5 cM. BigzHauaeThes nerka rimoxpomua anemisi: Hb 110 r
/ 1, ep. 5,0 T / n, xon. mokazauk 0,66; IIIOE 3 MM / rox, perukymnomutu 3,6%,
tpombOoruTu 488,0 I' / 1. B KiCTKOBOMY MO3KY PI3KO PO3ApAaTOBAHUM UYEPBOHUM
napoctok. IIpu ¢apOyBaHHI KICTKOBOTO MO3KY Ha 3alli30 BHUSBISIETBCS BEJIMKA
KUTBKICTh CHAEPOOIACTIB 3 pO3TallyBaHHAM (EPUTHHY HaBKOJO spa. CUpOBaTKOBE
3amiza - 34,2-37,8 mxMmodsb / 11, Outipy6id - 20,5 MxMons / 1, remorno0id F 0,9%, A2 -
4,2%. Jlochimkenns 06i0CHHTE3y JIAHITIOTIB TIIOOIHY BUSBHIIO y XBOPOTO JuCOaaHC:
criBBigHomeHHs a / b 1,3 (mpu HOpMi, 1,0). Bcl mi maHi roBopsATh Mpo Te, M0 Y
XBOPOTO € TreTepo3uroTHa P-ramacemis. [ig xBoporo mo OaTbKiBCHKIM JIiHII - TPEK.
OpHak, OAHIEIO TaJdaceMI€0 MOSCHUTH BCIO KIIIHIYHY KapTHHY HE MPEACTABISIETHCS
MOXXJIUBUM. Husbke nmaginHg reMonio0iny 10 35 r /i1, epekT Big NpeIHI30JI0HY AajH
NIJCTaBy 3aIliJI03PUTH Y XBOPOro ayTOIMMYHHY reMoJiiTuyHy anemito. [Tpoda Kymoca
HA AHTUEPUTPOILIMTAPHI AHTUTLIA Oylla HEraTMBHOIO, OJAHAK MPH OUIBII YyTJIUBOI
arperar-reMarmitoTiHALINHIA 1mpo0l Ha MOBEPXHI E€PUTPOLMUTIB BIAJOCS BHUSBUTU
HEMOBHI aHTUTUIA - arIIOTUHIHK. TaKuM YUHOM, y XBOPOTO MOXXHA TOBOPUTH TIPO
MOEJHAHHS TeTePO3UroTHOi B-TanaceMii 3 ayTOIMyHHOIO T€MOJIITUYHOIO aHEMIEI B
CTaHi1 peMicii. ¥ pa3i 3aroCTpeHHs] XBOPOOU PEKOMEHI0BaHa CIIJICHEKTOMIS.

Kniniunuti_npuxnad 4. Cnocrepiraiu XBoporo 3 reMorioOiHonariero H i

EPUTPOMIESIO3OM (JIEUKO3), Y SKOTO MOBA MIIIA IIBUIIIE 3a BCE MPO MOEHAHHS JBOX
xBopo0. XBopuii H., 50 pokis, nmepeOyBas mig HamsiaoM KiiHiku 3 1977 p. o uporo

OyB TpakTU4HO 310poBuil. Bmitky 1977 p. 3'sBunucs ciaabKicTh, 3amaMOpOYEHHS.
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[Ipu HamXomKEeHHI B KIIIHIKY BUSIBICHO 30UIBIICHHS PO3MIPIB MEUIHKU 1 CENE31HKU.
Amnami3 kposi: Hb 77 v / n, ep. 4,3 T / 1, xon. nokaszunuk 0,53, petukynouutu 2,5%,
tpomOoruT 473,0 v/ 1, 1. 8,6 T/ 1, m. 5%, c. 45%, e. 1%. mumd. 43%, moHn. 6%,
epiTpoKapiomiTu (KICTKOBOMO3KOB1 epuTpoindi kmituHu) 404: 100 neiikouutis. [Ipu
dbapOyBaHH1 SICKpaBUM KPE30JOBOTO CHUHIM B E€PUTPOLIMTAX BUSBICHO BKJIIOYEHHS
HecTallIpHOTO TeMorobiny. [Ipu enekrpodopesi reMorno0iny BUSBICHO TeMOTIO01H
H (28%), pi3ke mopyiieHHs cuHTe3y a-naHuiora (a /b = 0,2), mo xapakrepHo ajs
a-tamacemii. HesuuaiiHum s remomnoOiHomarii H  Oynmo  BupakeHui
epiTpokapiomiTo3  mnepudepudHOi  KpPOBI, a TaKOX BEIMYE3HA  KUIBKOCTh
epUTPOKAPIOLMTIB B cene3iHul - 88%. Y TpenaHaTi KICTKOBOIO MO3KY - TinepIruiasis,
MiJBUIIEHHS KUIBKOCTI METaKapiolWTiB, HAsSBHICTh O3HAK NOYWMHAHHSA (iOpO3Yy.
XBopoMy Oyna mpoBeleHa cruieHekToMig. CTaH XBOpOro Micis orepallii 3Ha4yHO
NOKpAaIIMUBC, BMICT TeMOIIO0IHy miABUIIMBCA A0 90 r / 51, 3anumanacs BUpakeHa
rinoxpomis - koJipHud mokazHuk 0,63. YV uepBHi 1979 p. cTran XBOpOro 3HOBY
NOTIPIIMBCA. 3HAYHO 301UIBIIMINCSA po3Mipy NediHKu. [Ipu moBTOpHIN TocmiTamizarii
Hb 60 v/ 1, ep. 3,2 T / 11, xon. mokazuuk 0,56, IIOE 3 mwm / rox, petuxymnonutu 9,2%,
tpomboumt 672,0 v/ 1, 1. 16,1 v/ 1, 6mactu 10%, npomienorit. 1%, muenorr. 32%,
0. 4%, n. 19%, c. 20%, nmimd. 12%, mMoH. 2%. 3ycTpiyaeTbcs IeKiIbKa
MerakapionuriB. epurpokapionuts - 1240: 100 neikonuTiB, KIIbKICTh OacTiB - 3%.
VY 31% KIITUH BUSBISAIOTHCS TPaHYJIU 3ajli3a, U0 KUIBLIEM OTOYYIOTh A]ipo. BmicT
3ajli3a CHUPOBAaTKU HOpMajibHE. 3MIH B KapioTumi He BusiBlieHo. HaBeneHni nani
CBIT4aTh TMPO HASBHICTh y XBOPOTO XPOHIYHOTO E€pUTPOMIENIO3y (Jeiko3). Bmict
remoro6iny H y xBoporo 3a 2 poku He 3MiHWUIIOCS. JIJIS BUPIIMICHHS MUTAHHS PO
XapaKkTep B3aEMHUH MiX MTyXJWHOK KpoBi 1 remomtoOiHomarii H mocmimxyBanm
MOKa3HUKU KPOBI 1 OIOCHMHTE3 JIAHIIOTIB MIIOOIHY y cecTpu, Opara 1 JABOX JIOYOK
XBOpOro. Y ofHii 3 1040k Oyina BUSBIIEHA JIETKA IIOXPOMHA aHEMIs 3 HOpMaJbHUM
BMICTOM 3ajiza 0e3 reMmornoOiny H, HeBenuwke MOpyIIEHHS CHHTE3y a-JIaHIiora,
XapakTepHe I a-TajaceMii. Kpim Toro, 3 4epBOHUX SACPHUX KIITHH XBOPOTO, IO
MICTATBCS B BiNaleHId CeNe3iHIll, BUAUICHI TeHU, M0 KOAYKTh T€MOIIOOIH.

Metonom ridpuauzariii Oyjao mokasaHo, IO 3 4 TEHIB, BIANOBIJAJbHUX 3a CHUHTE3
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a-JlaHIora mIo0iHy, y XBoporo OyB uwmmie | TeH, 0 XapakTepHO s
remornoOinomnarii H . Take % mociipkeHHs MPOBEACHO ISl KYAbTypH (10po0IacTiB.
VY }ib6pobnacTax BHUSIBICHI aHAIOTIYHI 3MiHH, 1110 JOBOAWTH CIIAIKOBUH, a HE HAOYTHIA
XapakTep TaroJIorii y HAImoro XBOPOro. TakuM YWHOM, HaHiMOBIpHIIIe, XBOpHUU
CTpaxaae JEerkow (GopMoro a-tajgacemii, sika MPOSIBUNIACA KJIIHIYHO MICHS TOTO, SIK
PO3BHUHYBCS XPOHIUHUN €PUTPOMIENO3,

Jlikyeanus 2omo3ucomuoi b-manaccemir.

V 3B'3Ky 3 THM, 110 OCHOBHI NPOSIBU XBOPOOH BU3HAYAOTHCS PIBHEM TIMOKCIT 1
AKTUBHOTO E€PUTPOIOE3y B KICTKAX, B AKUX 3a3BUYall KPOBOTBOPEHHS BIJICYTHE,
OCHOBHUHM HampsMOK Tepamii - 1e TpaHc(y3li epuTpouuTiB (BIAMHUTI abo
PO3MOPOXKEHI) 3 PaHHBOTO TUTHUHCTBA. MacuBHa TpaHC(y3iiiHa Tepamis B IbOMY
BUIIAJIKy MPU3BOJUTH HE TUIBKU J0 MOJIMIICHHS 3arajlbHOTO CTaHy, ajie 1 O MEHIIIUX
3MIH B CKEJIETl, HDK Yy JITeH, AKl He mnepelyBaioTh Ha Takiil Tepamii, 10 MEHILOIro
30UIBIIICHHST PO3MIPIB  CEJIE3IHKH, J0 3HIDKCHHS 4YacTOTH BaXKKUX I1H(EKIIII,
NOJIIMIIEHHsI PO3BUTKY AiTel. Taka Teparis 3HAYHO TMOJOBXKYE KHUTTS XBOPHX
TOMO3HTOTHOIO TajlaceMi€l0, TOMY BOHA BXKe 3HaMIUIa 3acTocyBaHHS. OnHak, € psin
YCKJIaJIHCHB ITi€1 Teparii.

OmuuM 13 ceplo3HUX YCKIIQJHEHb TpaHC(Py3iiHOI Teparii € TeMOCHIEPO3
opra”iB. BiH mnpu3BoguTh 10 3HAYHOTO 3OUTBHIICHHS PO3MIPIB TEUYIHKH, IOSBI
IyKPOBOro jia0eTy, pO3BUTKY CEpLEBOi HENOCTAaTHOCTI. Tomy, JIKyBaHHS
TOMO3UTOTHOI TajaceMii nependadae 000B'I3KOBE 3aCTOCYBAHHS KOMIUIEKCOHIB 3aili3a
(mecdepan, nedepokcamiH, eKCDKAT) Uil BUBEACHHS HAIIUINKY 3amiza. Jlo3a ix
3QJIEKUTh B1JI KIJIBKOCTI MEPENUTH €PUTPOIMTIB 1 BIKY XBOpOro (aecdepana ams
MajeHbKuX naiten - 10 mr / kr, ms miamitkiB - 500 mMr Ha 100y). JomycTuMi 1 BeuKi
no3u - 1 r Ha no0y. JIiku BBOASTH BHYTPIIIHBOM'SI30BO 1 per os. PekomeHmyeThcs
No€HYBaTH BBeAeHHs Aechepana 3 nmpuitomom Beepeauny 200-500 mr ackopOiHOBOT
KHCJIOTH, TaK SIK aCKOPOiHOBA KMCIIOTA IMICHIIIOE Jit0 Jaecdepaa.

VY THX BHINagKax, KOJIW, HE3BaXKalouu Ha TpaHCQyY3iiiHY Teparito, BUSBISETHCS
3HaYHE 3OUTBIIEHHS pO3MIpIB CENE31HKH, KOJIW JO0 O3HAK TIMOXpPOMHOI aHewmil

JOJTA€ThCS JICHKOTICHIS 1 TPOMOOIIUTOIIEHIs, CTABUTHCS MMUTAHHS PO CILJICHEKTOMIFO.
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B nanwmii yac BBakaeTbCcs OUIBIN JOIIIBHUM TPOBOAWTH CIUICHEKTOMIIO HE B

paHHBOMY BIlll, TaK SK L€ 3HIKY€E HEUYyTIUBICTH JiTed M0 iH(ekuii. JlikyBaHHS

TOMO3HUIOTHOI Tajacemii 3a3HAYeHWMH METOAAMHM HE MPHU3BOIUTH A0 CEPHO3HOI

peMicii, mpoTe MOKpaIlye 3arajlbHUi CTaH XBOPHX 1 301IBIITY€E TPUBATICTD 1X KUTTS.
Jlikyeanns eemepo3ueommuoi f-manacemii.

VY OuIbIIOCT! BUTIAIKIB JIIKYBaHHS ITi€i popmu Tanmacemii He mMOTpiOHO. XBOpi
BI/IUYBalOTh ceOe 3a70B1IIbHO. BMICT reMoro0iny KoiauBaeThes B Mexkax 90-110 1/ 1.
IIpu rerepo3urotHiii B-tanacemii remorpancysii He npu3HadatoThesA. CIIEHEKTOMIs
MPOBOAMTHCS BKpall piJKO, JUIIE B BHIMAAKaxX, KOJIU JYXE€ BEIUKHX po3Mipax
cenesinku. Jlecdepasn MOUUTBHO 3aCTOCOBYBATH, KOJU BiA3HAYAETHCS BUCOKUN BMICT
CHUPOBATKOBOTO 3aii3a ((hepuTH) 1 BUCOKHI BMICT 3aii3a B cedi micis BBeaeHHs 500
Mr aecdepana.

IIpu maniHHi reMorno0iHy B 3B'SI3KY 3 IH(QEKUIMHUMH 3aXBOPIOBAHHSAMH, MPU
BariTHOCTI JIOIJIBHO 3acTocoByBatH ¢oiieBy kucioty B m031 0,005 r 1-2 pa3u Ha
JI€Hb, TaK SK TOpU Hee(DEKTUBHOMY €pUTPOINOE3i, MOB'A3aHOMY 3 TaJaceMIElo,
CIIOKMBAETHCS 3HAYHA KUTBKICTh ()OJII€BOT KHCIIOTH.

[Tpu ikt xBopoOI MPOTHIOKA3aH1 Mpemaparu 3aii3a, Tak sSK MpH I XBopoOi
3aBKIU € JESKUM HaJUIMILOK 3alli3a, ajleé YacTille 3a BCE BIJCYTHI KIIIHIYHI MPOSIBU
reMO CHJEpPO3y 1 aHeMis TIMCOXPOMHA, K 3aii3ofedinuTHa. XBOpi, AKI OTPUMYIOThH
BCEpEAMHY IMpenaparu 3aii3a, BiIuyBaloTh ce0e 3HAYHO TIpIIe THX, XTO HE OTPUMYE
ix. HaliHeOe3nmeuHimMM 0pH Tanacemii € MOMHIKOBE BUKOPUCTAaHHS IpenapariB
3amiza g iH'ekiid. Ilicist 3acToCyBaHHS TakuxX TpenapariB y XBOpHX, SIKI
nepeOyBajii B 3aJ0OBUILHOMY CTaHI, HACTA€ Ba)KKa JICKOMIICHCAIlIS, 1 BOHU MOXYTh
3arWHYTH BiJ] KJIHIYHUX MPOSIBIB BAKKOTO TEMOCHIEPO3Y.

Jlns mominmeHHs: GyHKINT MEYIHKY NP HAJJTUIIKY 3aj1i3a B HiM, TPU3HAYAIOTh
renaronpoTEKTOPH, AE31HTOKCUKALIIMHI MpernapaTH.

Jlikyeauns o-manacemii

BoHo npakTuyHO He BIJIPI3HIETHCS BiJ JIIKYBaHHS I€TEPO3UTOTHOI B-Tanacemii,
3a BUHATKOM TeMorno6inonarii H. OCHOBHUM MeTOnOM JIKyBaHHS MPU OCTaHHIN y

BUIQJIKaX BHUPaXEHO1 aHeMii € cIuieHekToMis. BoHa Beme 10 MiABUINEHHS BMICTY

81



remoro6iny Ha 20-30 r / 1, a eputpouutiB Ha 1-1,5 T / 1, npu oMy y XBOpHUX
3QJIMIIAIOTHCS TIMOXPOMisl E€pUTPOLMTIB 1 cHeru@IiyHl BKIIOYEHHS B HHUX, SKI
BUSIBIISIIOTHCS 3a0apBICHHAM /11aMaHTOBUM KPE31JIOBUM CHUHIM.

[Ticns  cruteHekToMii B €pUTPOIMTAX  HEPIAKO  3'SBISIIOTHCS — BEJIHKI,
eKCLUEHTPUYHO PO3TAIIOBaHI TUIbL [ €iHIa, sIKI B HOPMi BUAAIAIOTHCS CEJIE31HKOIO.
B inmomy nikyBaHHs TemorsioOiHomarii H cxoke Ha Tepamiro TreTepo3UroTHOI

B-Tamacemii.

IMyHHa remMoJIiTHYHA aHeMisd

Ile rpyna 3axBoproBaHb, 00OYMOBJIEHUX YYaCTIO IMyHHUX MEXaHI3MIB (aHTUTLIIA,
ceHcuO1T130BaH1 TIM(GOIUTH) B pyHHYBaHH1 BIaCHUX €PUTPOLIUTIB XBOPOTO.

3ane)XHO BIJ XapakTepy IMYHHHUX TIPOLIECIB  BUAUIAIOTH  130IMYyHHI,
TPaHCIMMYHHI, TETEPOIMMYHHI 1 ayTOIMYHHI T€éMOITUYH] aHEeMIi.

[30IMyHHI TE€MONITUYHI aHeMIii MOB'A3aHl 3 130aHTITENaMl NPOTU TPYMOBUX
YUHHUKIB €pUTPONHTIB. AHTHTIIa OTPAIUISIOTh B OpPraHi3M 13 30BHI (T€MOJITHYHA
XBopoOa TuIoa Ta HOBOHAPOKEHUX) ad0 €PUTPOIUTH, MPOTH SIKUX Y XBOPOTO €
130aHTITENA, MOTPAIUISIIOTH MPU HECYMICHIH TeMoTpaHc(y3ii.

[Ipy TpHACIMYHHMX TE€MONITHYHUX aHEMIAX aHTUEPUTPOIMTAPHI AHTHTLIA
MaTepi, fKa XBOpPI€ IMYHHOIO T€MOJITHYHOIO aHEMIEI0, MAaCUBHO MPOXOIATh 4Yepe3
TUTAIICHTY 1 BUKJIUKAIOTh TEMOITHYHY aHEMIIO Y TUTHHH.

I'eTepoiMyHHI TeMONITHYHI aHeMil BHUKJIMKAIOTHCA: AHTUTUIAMH TPOTH
MOJIM(IKOBAHUX €K30T€HHUMHU (paKTOpaMH (MEIMKAMEHTaMU) aHTUIEHIB €pUTPOLUTA
(ranTeHOBl TEMOJIITHYHI aHEeMil); aHTUTUIAMH TPOTH 30BHIMIHIX (hakTopiB (OakTepii,
BIpyCH), SIKI TEPEXPECHO pearyrTh 3 EpPUTPOLUTAPHUMU AHTUTEHAMU; SIKIIO
CpUTPOLIUTH  Hecmeuu(iyHO  MOUIKOPKYIOTBCS  aACOpPOOBAaHUMH  IMYHHUMH
KOMILIEKCaMH.

[Ipu ayToOiMyHHIH TE€MOJITHYHIM aHeMli aHTUTLIA BHUPOOJAIOTHCS MPOTHU

BJIACHOTO HE3MIHEHOTO aHTHTCHY €PUTPOITUTA.

AyToiMmyHHa remoJiitTuyHa aHemis (AIT'A)

MKX-10: D59
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IIpu AIT'A BKOpOUEHHSI TEPMIHY >KUTTS €PUTPOLIUTIB € PE3yIbTaTOM BILTUBY
ayTo-aHTUTIN (AT), fKi pearyioTh 3 ayTOJOTIYHUMH €pUTPOIUTaMHU. AyTOIMYyHHa
reMOJiTUYHA aHeMis Moxe OyTH kiacu(ikoBaHa SK BTOPUHHA, MPU HASBHOCTI
NPUYMH, M0 BUKIHUKAIOTH YTBOpeHHS ayTo-AT, a0o sK NepBUHHA 1JiomaThyHa
HEBCTAHOBJIEHOI IIPUYNHU.

Knacugixayia, emionozis i namozenes

Ha ocHOBI ceponoriyHuX XapaKTepUCTUK 3a THUIIOM 3aTyYEHUX ayTOAHTUTLI
BunUIAOTE: TUll AIT'A 3 «remnoBumu» IgG anTuTUIaMu, SIKi MAaKCUMalbHO aKTUBHI
npu 37°C; AIT'A 3 «xonmonoBumMm» [gM anTuTinamMu (xBopoba XOJOJOBUX
anIIOTUHIHIB), aKTUBHICTh SIKMX MIABUIIYEThCS P TeMiieparypax Hkue 37°C; tun
AIT'A 3 "xonopoBumu" IgG anTuTiIamMu (MapoKcU3MaibHa XOJI0I0BA
reMOnIO0IHyPis).

AyToiMyHHa réeMOJIITUYHA aHeMis 3 "TeIUIOBUMM" aHTUTIIAMU - 1€
Hatyactima gopma AITA (70-80% BCixX IMyHHUX T€MOJITUYHHX aHEMIN) i
XapaKTepI3y€eThCsl HASBHICTIO HEMOBHHMX TEIUIOBUX ArIIOTUHIHIB, SIKI B OCHOBHOMY
Hasnexarb A0 knacy IgG 1 BU3Ha4aroThCs 3a JOMOMOTOIO MPSIMOTO aHTITIO0YAIHOBOTO
tecty Kymbca.

Bropunna AIT'A, moxe OyTH MoB's3aHa 13 CIAKYIOUUMH CTAaHAMMU:

- mimpormpomidhepaTUBHI 3aXBOPIOBAHHS,

- iHbeKIi,

- peBMaTHh4HI 3aXBOprOBaHHs, 0cobnuBo CUB,

- HEOIJTACTUYHI MPOIIECH,

- XpOHIYHI 3aMaJibHi 3aXBOPIOBAHHS (BUPA3KOBHUI KOJIT),

- MPUHOM JIIKApCHKUX Mpernaparis.

[TIpu nepBunHIN (imiomarnuniii) AITA ayto-AT wacto € crnenupiuHUMH IS
OJHOTO MeMOpaHHOro OlIKa EepUTPOLUTIB, MPU LbOMY HE CIOCTEPIraeThCs
reHepali3oBaHoro AedeKTy B IMyHHIN CUCTEMI.

IIpu BropunHux AIT'A  ayto-AT 3'SBISIOTECA  BHACHIZAOK  HAsIBHOCTI
iIMyHOperyasTopHoro nedexry. Eputrpountu neskux NpakTUYHO 3I0POBHX 0Ci0

MOXYTh OyTu oTodeHl TermoBuMu ayTo-AT, sk y xBopux AIl'A. Taki AT
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3yCTPIYaAIOThCS Y 3M0pOoBUX J0HOPIB 3 yacToToro 1: 10000. decrpykmis oroueHux AT
EpPUTPOLIUTIB BiIOYBAETHCS MEPEBAXKHO B CEJIE3IHIN, J&¢ Makpodard MOrHHAKTH 1
MOBHICTIO PYyHHYIOTH iX; abo BigOyBaeTbcs 4YaCTKOBE pyHHYBaHHA MeMOpaHH, B
pe3yabTari 4oro B nepudepuydHy KpoB BUXOIATh €PUTPOLUTU-CHEPOIIITH.

Makpodaru maroTh Ha cBOil noBepxHi perentopu a0 Fc-IgG 1 C3-koMnoHeHTy
xkoMruieMeHTy. [li imyHOrmoOymniHu 1 OUIKU KOMIUIEMEHTY MOXYTh JISITH HAa TTOBEPXHI
KJIITAHUA KOOIEPAaTHUBHO, SK OICOHIHM, 1 BUKJIMKATH TNPUEIHAHHS EPUTPOLUTIB J10
Makpodaris (main. 5, 6).

Benuka wyactuna imyHOroOymniHIB a00 C3b-KOMIOHEHTY KOMIUIEMEHTY
N1BULIYIOTh MOIVIMHAHHS €PUTPOLUTIB Makpodaramu B nevinui (man. 5). [psmuit
J3UC ePUTPOIUTIB € XapaKTePHHUM I TeIUIOBHX AT, MOKIMBO, BHACIIIOK B3a€MOIIT
3 KOMIUIEMEHTOM pI3HMMHM MexaHizMaMu. Eputporutu MoxyTh OyTH 3pyHHOBaHI
MOHOIIUTaMH a00 JiMQOIMUTAMU TUISIXOM MPSIMOT0 HUTOTOKCUYHOTO BIUIMBY 0e€3
daroruTo3sy.

Mai. 5. MexaHi3M ayToremoJiza epuTpoLUTiB Makpodaramu.

A: eputpoumrtapui C3b-monekynu  B3aEMOAiIOTH 31 crenupigaHIMH
C3b-penentopaMu Ha MOBEpxHI (GaronuTyruux KITHH. koo Qaronuroly He
cranocsa, moiekyna C posmermtoerbess Ha C3d 1 C3c. Knitunu, oroueni C3d He
3natHi B3aemopisatu 3 C3b-penentopamu MakpodariB, BHACHIIOK 4YOTO (Haromut
BTpayae 3B'I30K 3 €pUTpPOLMTOM. B: ¢arouutyroun KIITUHU MalOTh PEUENTOPHU /10
Fe-mopuii 1gG 1 [gG3. ®@arouuro3 Moxxe Oytu iHimiioBanuil IgG, ane xoomnepanis 3

C3b-KOMIOHEHTOM KOMILJIEMEHTY 3HAYHO MOCHIIIOE (ParoIuTos.
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Maun. 5. MexaHi3M ayToremosni3za epuTpouuTiB Makpodaramu.

«’

Main. 6. @aronuTo3 epuTpouuTa MoHOIUTOM npu AITA

Kaninixa
[Touatox 1 mepebir AITA 3 TeruoBuMu ayTo-AT BiIPI3HIETHCS BEIUKOIO
PI3HOMAHITHICTIO: TEeMOJITUYHUNM TIporiec Moxke OyTu gyxke ciabkum, abo
MOTOPOXKYIOUMM JKHTTIO. Ha mepmmii TutaH BHUCTYMAOTh CHMIOTOMH aHeMii 1

xoBTsHUL (y 20% xBopux). HaifOimpn dacto XBOpi CKapykKarbcsi Ha CIAOKICTh,
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3alaMoOpOYEeHHs, O3HOO, 3 MiAMOMOM TeMmIeparypu, 3aJMiiKy, cepreourra. [lpu
NOMIpPHIM aHeMIi OIVIsI/I XBOPHX 3a3BUYAl HE BUSBIISIE ATONOTIT 3 OOKY PI3HUX CUCTEM
opranismy. CrieHomeraris 3ycrpidaetbesi B 80-85% Bumaakis, 301IbIICHHAS TEYIHKA
peectpyetbest  y 45-50% xBopux. Y TpEeTHHH XBOpUX CIIOCTEPIraeThCs
naimpaneHonaris. AyToiIMyHHa reMOJIITUYHA aHeMisd MOXe OyTH BIEpIle BHUSBIEHA B
nepiog BaritHocTi. [Ipm cBo€dacHOMy IiKyBaHHI CTaH Marepl Ta IUIOAY He
MOPYIIYETHCS.

JlabopamopHhi 3minu

AHeMis € 3a3BMYail TOMIPHOIO, B PIIKICHUX BUIAJKAX 3 MOTPO30I0 JJIsl JKUTTH.
B anani3i kpoBi xapakTepHi noiixpomarodiiis i chepouito3. Y BaKKUX BUMAAKaX B
Ma3KaxX KpOBI 3yCTPIYalOThCS SIICPHI TOMEPETHUKH EPUTPOIMTIB, PIAKO MOXKHA
BUSIBUTH  epuTpodaronuro3 MoHomuTamu. Ilpum 30epexeniit  ¢ynkmii KM
CIIOCTEPITAETHCS PETUKYIONUTO3. Y OUIBIIOCTI XBOPHUX BIA3HAYAETHCA IOMIpHA
HeHUTpoduTist 1 HOpPMallbHa KUIBKICTh TPOMOOIIMTIB, ajie 1HOMI MOXKHA BHSBUTHU
HEUTpOH- 1 TpombOouuToneHito. Cunjapom EBaHca € piIKICHUM YCKJIAJHEHHSM, MpU
SAKOMY CIIOCTEpITa€ThCs IMYyHO-OIOCEPENKOBaHA JACCTPYKIS EpUTPOLMTIB 1
TPOMOOIIMTIB.

B kicTkoBOMYy MO3Ky epuTpoigHa rineprmiasis, ogHak AII'A npu nepBuHHOMY
mimbonporidhepaTHBHOMY ~ 3aXBOPIOBAaHHI  CYNPOBOUKYETHCSA  MPHUTHIYCHHAM
remornioesy KM Bracmigok nimdoinnoi iHueTpamii. Yacto crocrepiraerbes
rinepOuTipyOiHeMisl 3a paxXyHOK 30UIbLIEHHS KOHLEHTpalli HEOmpsSMoro OulipyOiHy.
3micT 3aranpHOrO OLIipyOiHy He mepeBuirye 50 mMkMonb / . PiBeHp rantorinoOiny
HU3bKUM, akTuBHICTH JIJII' mimBumieHa. Big3zHadaeTbcs 30UIbIIEHHS KOHIIEHTpAILIil
ypOOUTIHOTEHY, ajie TEMOTIIO0ONHYPisl HE XapaKTepHa.

Cepono2iuni o3naxku

Hiarno3 AIT'A 3acHOoBaHMI Ha BUSBJICHHI NPHEIHAHUX O EPUTPOIUTH
IMyHOIIOOYTiHIB 1 (a00) KOMIIOHEHTIB KOMIUIEMEHTY. BOHU 3a3BHYail BU3HAYAIOTHCS
npssmuM  aHTirmoOyiHoBuM TectoMm (ITAT, mpob6a KymbGca), mpu sxomy Kpoisya
aHTHCHPOBATKA MPOTH JIOICHKOTO IMyHOITIOOYNIIHY a00 KOMIUIEMEHTY JIOJAETHCS /10
CyCIeH31i BIIMUTUX €PUTPOLUTIB. ANMIOTUHALIS €PUTPOLUTIB O3HAYAE MPUCYTHICTh

Ha moBepxHi eputporuTiB IgG abo komrmiementy. [IpsMuii aHTITIOOYTIHOBHI TECT
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MOXKHa MPOBOJUTH 3 IIMPOKUM CIEKTPOM peareHriB, BKIodaroun AT sk mpotu
KOMILIEMEHTY, Tak 1 imyHoroOyiny. SAkuio [TAT no3utuBHU, HACTYITHE TECTYBaHHS
IPOBOIUTHCS ISl BCTaHOBIEHHA npupoan AT ab0 KOMIOHEHTIB KOMILIEMEHTY.
Epurporutu  Moxyte Oyt otoueni: omuuMm IgG; IgG+ komruiemeHTOM;
xomruieMeHToM (C3-AT); pigko Bu3Ha4daeTbesi aHTU-IgA 1 aHTH-IgM-AT. Ayto-AT
3HAXOJSITHCSA B JMHAMIUHIN piBHOBa31 MK epuTpouuTamu 1 miazmoro. [los's3zani AT
MOXYTh OyTH BCTaHOBJICHI HEMPSIMUM aHTINIOOYJIIHOBOW TECTOM, MPH SAKOMY ILJIa3mMa
XBOPOTo 1HKYOY€TbCA 3 HOPMaJIbHUMHU €PUTPOLIMTAMH JIOHOPA, K1 IIOTIM TECTYIOThCA
TiCIIs TO/IaBaHHS aHTINIOO0YTIHOBOM CHPOBATKHU.

[To3utuBHUII HenpsiMUM aHTIMIOOYMiHOBOKM TecT 3 HeraruBHUM [IAT He €
TIarHOCTHYHUM KPUTEPIEM ayTOIMYHHOTO 3aXBOPIOBAHHS, a TUIBKU BUABIISAE auio-AT,
10 yTBOpHIIMCS Mmicis TpaHcdy3iid abo BaritHOCTI. [Tpu AIT'A pigko criocTepiraeThes
HeraruBHUi [1AT, 3a3Bruaii B pa3i yrpuMaHHsl HEBEIUKOI KUIbKOCTI ayTo-AT. ¥V naHii
cutyanii mi ayto-AT MoxyTh OyTH BCTAaHOBJICHI OUIbII YYTIMBUMU METOIAMH,
TaKUMHU SIK IMyHO(GEpMEHTHUI abo panioiMyHHUN. B3a€eMO3B'A30K M1k KUIBKICTIO
npueaHanux AT 1 crynmenem remodni3y pizHa: cyOknacu IgGl, 1gG3 Ginbin akTUBHO
BUKJIMKAIOTh TeModi3, Hik cyOkiacu IgG2 1 [gG4, sk 3a paxyHOK OLIBII IMTiIBUILIEHOT
adinHocti Fc-penientopiB MakpodariB 10 UX CyOKJIacCOB, TaK 1 BHACHIIOK (pikcarrii
KOMILUIEMEHTY.

Jlikyeanus
VY XBopuX 3 MIHIMaJIbHUM CTymeHeM remouni3y i mo3utuBHUM [1AT Teparis He

IPOBOAMTHCS, OJTHAK LIUX XBOPHUX HEOOXITHO CIIOCTEPIraTu IJsl PAaHHBOI 11IarHOCTUKU
3aroctpeHHs npornecy. Anemis npu AIl'A 3 «TermIoBUMHY aHTITIIaMi PO3BHUBAETHCS
MOBUIBHO, TOMY Il XBOp1 HE MOTPEeOyIOTh TpaHCQY3isIX €PUTPOIUTIB, OJHAK TIIPH
MIBUAKOMY TIeMOJiM3e a00 IpH HAsBHOCTI CYMYTHBOI MAToJIOTii (XBOpoOH cepus)
TpaHC(hy3Ur MOXYTh BPSATYBATU KUTTS XBOpomy. EpuTponutu 1oHOpa pyHHYIOTHCA
MIBUIIE, HDK EPUTPOIMTH PEIUITIEHTa, aje IO0TOMaraloTb XBOPOMY MEPEHECTH
BaXKKY TIMOKCit0. MOKHA TepeuBaTy TUTHKY 1HAWBIAYaIbHO MiIOpaHy 1Mo HeNpsMii
po6i Kym0Oca BiAMUTY epUTPOIIUTAPHOI CyCIIeH31s1 a00 pO3MOPOXKEH1 €PUTPOIIUTH.

[ TIOKOKOPTUKOCTEPOINN MIBUAKO 3HUKYIOTh a00 3yNHUHSIOTH Temoii3 y 2/3

XBOPHX:
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-y 20% HacTae oBHA PEMICIs;

-y 10% mamieHTiB crocrepiraerbcsi abo HE3HAuYHE TMOJMIMIIEHHS, a0o
BIJICYTHICTh €(EKTY BiJl IPOBEACHOTO JIIKyBaHHS;

- Kpallll pe3ylbTaTH CIOCTEPIraroThes y XBOpuX 3 imionatudyHoro AIA Ta
BropuHHOI npu CYB.

[TounHatu IniKyBaHHS HEOOXITHO 3 3aCTOCYBAaHHS TMPEAHI30JIOHY B 1031
60-100 mr / moOy. s BaXKMX XBOpHX ITOKa3aHO BHYTPIIIHLOBEHHE BBEICHHS
MeTUIIpeaH130710Hy B 1031 300 mr / 1o0y. [licns crabimizanii Hb no3y npeaHizonony
3HIKYIOTH 10 15-20 mr / moOy 1 Tepamito mpOAOBKYIOTh MPOTITOM 2-3 MICSIIB 3
MOCTYTOBOIO BIJIMIHOIO Mperapary.

VY XBopux, SKMM HE MOXHA MNPHU3HAYATH MPEAHI30J0H (mpubmmzHo 1/3
MaIll€HTIB), CIUICHEKTOMISI € HacTynmHUM eTaroM teparii. Ilicns criieHekToMii
3MEHIIIY€EThCS IECTPYKI[isl EPUTPOLIMTIB, OJHAK TeMOJIi3 MOxe TpuBaTu. [Ipubnusuo y
2/3 XBOpUX TICIS CIUICHEKTOMIT JOCATAETHCS TTOBHA a00 YaCTKOBA PEeMicis, aje JIyxKe
4acTO CIIOCTEPITraloThCsl PEIUAUBU 3aXBOproBaHHs. [Ipu HEOOX1THOCTI MOJATBIIOTO
npuiiomy 'K iX mMokHa mpu3Hadaté B HHU3BKHUX J03axX. CIUIEHEKTOMIs IMiIBUIILYE
PU3UK TTHEBMOKOKOBOI cericucy (y AiTei OuIbIle yacTimie, HIXK y JOPOCIHX), TOMY
nepes Omeparlielo MOKa3aHO BBEJIECHHS IMHEBMOKOKOBOI BaKIMHU. Y MITEH mMmicis
CIUICHEKTOMI{ 3 TPO(UTAKTUYHOIO METOI0 TPU3HAYAIOTHCS AHTHO10THUKH.

IIpu HeedextuBHOCTI 'K 1 crieHekToMii XBOpI MOXYTh OTPUMYBATH
uurocrarnyHi npenaparu. Liknopochamin (ennokcan) (200 mr / M2 yepes 100y) abo
azarionpid (100-150 mr2 nwa no0y), abo BiHkpicTiH (2 Mr 1 pa3 Ha THXICHbD).
JlikyBaHH$ 3a3BUYail MPOBOJUTHCS B KOMOIHAIIIT 3 TpeaH130J10HOM 40 Mr / M2 1I0/IHS.
Jlo3a mpeAHi30JOHYy 3BHYAWHO 3HIKYETbCA A0 Hylnsd abo 10 dyKe HEBETUKOi
KUIBKOCTI ~ MPOTSITOM  3-X  MICSIIB, TOAI SIK IMYHOCYIPECHBHI IIpenaparu
OPU3HAYAIOTHCS HA TEPMIH HE MEHIIEe 6 MICAIIB Mepe] MOYaTKOM IOBUILHOTO
3HIKEHHS 7103W. [1IBUIKe 3HMKEHHS J03U IUTOCTATUYHUX IpenapariB MPU3BOIUTH
710 BAHUKHEHHSI 1ep10/1y T1epiMyHHI B1/INOBI1JIl OPraHi3My XBOPOTO.

Kpamii pe3ynsraté oTpuMaHi Mpu 3aCTOCYBaHHI IIUKJIOCIIOPUHY B 1031 3-5

MT/KT MacH Ha J00y MPOTATOM KUIBKOX MICSIIIB.
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Octannim yacom npu AII'A 3acTOCOBYIOTh MOHOKJIOHAJIBHI aHTHUT1JIA
nporn aHturena nim¢porurie CD20 (purykcuma®). Floro 3acTocoByioTh B 103
375 MI/KB.M Ha THXXJEHb MPOTATOM 4 TH)KHIB.

[Ipu TpuBasioMy remMoJIi3i Ipu3Ha4aroTh POJiE€BY KHCIOTYy 3-5 MT
Ha 700y. Y XBOpUX 31 CUMIOTOMAaTUYHOIO T€MOJIITUYHOK) aHEMIEID OCHOBHE
3HAYE€HHS M€ JIIKyBaHHS ()OHOBOTO 3aXBOPIOBAHHS, 110 3yMOBHJIO PO3BUTOK
AlITA.

OTpuMaHO MO3UTUBHHUI TEPANEBTUUHUN €(EKT MICIs BBEACHHS BUCOKHUX 103
BHYTPIIIHHOBEHHOTO IMyHOTIIO0YIiHY (400 Mr / KT') 1IOIHS POTATOM S5-TH JTHIB.

[Ipu AIT'A, 3yMOBIIEHOIO «XOJOJOBUMUY» aITIOTUHIHAMM, CTEPOiIHI TOPMOHHU
1 creHekToMis MajoedekTuBHI. KpiM TeMOMITHYHOTO CHHIPOMY Y XBOPHUX
CIIOCTEPITraeThCs aKpoIiaHo3  (CUMITOM  1HTPABaCKYJSIPHOI — aryIOTUHAI), IO
HE CyNpPOBOKYETHCS BA30CMACTUUYHHUMHU PEAKLISIMH, XapaKTEPHUMHU IS
cunapomy PeitHo. BoHa crioctepiraerbesi pu XpoHIUHUX  JTIMQOTpoipepaTuBHIX
mporecax,  MOHOKJIOHAJIBHUX TaMararisiX, CACTEMHUX 3aXBOPIOBAHHSX CIIOIYYHOT
TKaHWHH, 1HQEKIIHHUX XBOpoOaxX, MIKOIUIa3MEHHIN IMHEBMOHII, 1H(EKIIHHOMY
MOHOHYKJI€031. ToMy, HAa TepuIoMy IUIaHI - JIKyBaHHS OCHOBHOTO
3aXBOPIOBAHHS, IMyHOCYNIPECUBHA Tepamis - aJIKeJIyIoul penaparu, pUTyKCcuMao.

Llepebie i npoenos
Imiomarnuna AITA 3 TemoBumu ayTo-AT xXapakTepU3yeTbCS PEMICIIMHU 1

3arocTpeHHsiMU. 10-TM piyHa BHXKMBAHICTh BlA3Ha4yaeTbess y 70% XBopux.
YcknaaHeHHs: BEHO3HHUIM TpomO03, JiereHeBl eMOoItii, 1H(hapKT CeNe31HKH - 3a3BHUan
PO3BUBAIOTHCS MiJ Yac 3arocTpeHHs remounisy. [lpu BropunHoi AII'A 3 TerioBUMH
ayto-AT TIporHO3 TOB'S3aHUIl 3 OCHOBHUM 3axXBOPIOBaHHAM. CMEpPTHICTh y JiTEH
3a3BUYail HWXK4Ye, HUK y gopociux 1 ckiamae 10-30%. Ilpu AITA, BukiInMkaHoi
1H(DEKII€I0, CIOCTEPIraeThes Xopoliua TepaneBruyHa eekTuBHicTh ['K.

Jluchepenuitina oiacHocmuka 2emoaimuyHux aHemiu

Cdepouuro3 moxe crnocrepirarucs npu iHmux, kpiMm AIl'A, 3axBoproBaHHSX:
CHaJKOBOMY MiKpoc(heponuTosi, CHHApOoMi 3iBe, KIOCTpiaiaabHOM cerncuci. OmHaxk,

npu nux 3axBoptoBaHHiX [IAT (mpo6a KymOca) € neratuBuuM. [lapokcusmainbHa
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HIYHA TeMOMIOOIHYpIS 1 MIKPOAHTIONMATUYHA TEMOJIITUYHA aHeMisl: C(hepOIUTO3 MpHU
IUX 3aXBOPIOBaHHAX 3a3Buuail MiHiManbHul, [IAT HeratuBnuii. Ilpu HasBHOCTI
no3utuBHOTO [IAT cepomoriuHi AOCHIIKEHHS TOBHHHI OyTH CHOpsSMOBaHI Ha
BCTAHOBJICHHSI TUNy ayTo-AT: «TersoBi» abo «X0J0AoB1». Y XBOpHX, SIKI paHIIIe
OTpUMYBaJu reMotrpancdysii, amio-AT NpoTH AOHOPCHKUX EPUTPOLUTIB MOXKYTh
Oytu BcTaHOBieHI 3a nomomororo [IAT. ¥V xBopux micis TpaHCIUIaHTallli OpraHiB
Mo>ke po3BUHYTHCS KiiHIKa AI['A, 0coO6IMBO B TUX BHUMaAKaX, KOJM OpraH BiJl JOHOPA
3 rpynoro kposi 0 (1) TpancmanToBaHoO 10 peuumienTta 3 rpynoto A (II), moxnuso,
BHACTIJIOK MPUCYTHOCTI B-1iMQO1UTIB B TpaHCIUIAHTOBAHOMY OpTaHi 3 BUPAOOTKOIO

amio-AT npoTH epuTPOLMTIB PELIUITIEHTA.

Hughepenuitino-diacnocmuyni 03HaKu cnadxkosoi i Hadbanoi

CeMONIMUYHOL anemil

Kuainiuni cungpomn I'emosiTnyHAa aHeMist
3aXBOPIOBAHHSA
p Bpomxkena Han0ana
[Touarok 3aXBOprOBaHHSA B pannbomy nutsdyomy (B Oinbin 3pisiomy Bili
BIL
CimeiiHo-criaikoBuii xapakrep  |Yacro Bincytas
3aXBOPIOBaHHS
TpuBanicTh 3aXBOpIOBaHHS JlecsTku pokiB Bix nexinpkox THXKHIB 110

JIEK1TBKOX POKiB

[TpoTtikaHHs XBOpOOH XpoHiyHi 3 [{uxmiaHMA — 3 BOKKUMHA
MOZOBXEHUMHU reMOJIITHYHIUMH KPH3aMH
peMicisMu

JKoBTsiHULIS 3HaYHO BUPaKEHA He3nauna

Anomanii po3BUTKY Yacro BiacTexyeTbes | BincyTHs

TpodiuHi BUpa3Ku JTUTOK YacTo BiJICTeKYETHCS BincyTtus

Anemis [TomipHO BHpa)keHa Sk mpaBuI10, BaKKOTO CTYIIEHIO

OcMoTHYHA PE3UCTEHTHICTh Pi3ko 3HM*XKeHa (0.6 |He3nauno 3umxkena (0.52 — 0.56)

€pUTPOLHTIB -0.7)

Po3mip eputpouutis Mikpornuro3 Hopwma a6o makpouuTos

[Ipo6a Kymbca HeraruBna [TosutnBHA

Anemisn |IIpoBoka-u|Cnaako-B | Mopdoioria |OcMmoTu4Ha IIpoda I'emocune-p
1HHi icTh eputpouuTiB | pe3ucren-T | KymoOca HHYPif
dakropu HICTH
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€pPUTPO-IUT
iB
Aytoi-myHH | Bipycui | Bincytnsa | Mikpocdepo-11 | Moxe 6yt | [losutuBHa | Moxke Oytu
a iHeKil, UTO3, 1HO/I 3HUYKEHOIO
TeMOJI-TUYH |  XOJIOJA MaKpOILIUTO3
a aHemist
CrnaaxoBuii | Iugexuii |I[Ipucyrns| Ilocriiino 3umxena | HeraruBna | Bincyths
Mikpoc-dep MiKkpocde-poir
OLIUTO3 UTO3
Hedumur | Hesxi miku | [Ipucytas | Makporna-Hoi | [Tigumena | Heratusha Yacto
TJTFOK030-6-() WUTO3, TIIBI
ocar-gerun Tetinma
poreHasu
XBopobOa Indexmii, |Biacyths bes € nBi Heratusna |[ITocriitHO
Mapkiada-B |reMoTpa-HC 0COONMMBOCTEN |TOMysIIil
a- Mikenmn | dys3ii, ap. — 31
rpernapa-Tu 3HWXKEHOIO U
3airisa MHIIBUIIE-HO
10
Tamacemiss |Bigcytni  |IIpucytrs |Mimeneno-ai6 |Moxe 6yt |HeratuBna |BiacyTHs
HUH i IBUTIICHA
Ne JlaboparopHi meTonn Metonn Haiibinbm iHpoOpMATHBHI
npu:
1 OAK 3 migpaxyHKOM PETHUKYJIOIUTIB Bcix popmax
2 Mopdomnoridyde 10CHiIKEHHS ePUTPOUTIB Bcix dhopmax
3 binipy6iH B cupoBariii KpoBi Bcix ¢popmax
4 I'emor1006iH 1 reMocHuIepHH cedi Bceix dhopmax
5 PiBens BiTbHOTO TeMOII00iIHY B cupoBariii KpoBi | Beix dopmax
6 OcMOTHYHA PE3UCTEHTHICTh EPUTPOIIUTIB XBopoba Munkoscwkoro-Illoddapa
7 JocnimxenHs GepMeHTIB B €pUTPOLIUTAX depmeHTomnarii
8 Enexrpodopes remornobina ['emorno6inonarii
9 Caxaposzna npo6a XapTMaHa, KUCIOTHUN TECT XBopoba Mapkuadasa-Mikenu
Xema
10 |ITpoGa Kymbca AITA
Hughepenuyiiino-diacHocmuyHi 03HAKU OCHOBHUX AHEMIYHUX CIAHI8
KinekicTs Crian Kinbkicte | Kiabkicts | KicTkoBHi M030K
AHeMmist KII PETHKYJI0- | CHPOBATKO-BO| Tpom0o- JIeHKOLHU-T
LMTIB ro 3aJji3za IUTIB iB
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3amizonedinuTHa <1 |Hopma 3HIKEHO Hopma Hopma [Tomipnaa
rinepriasis
€pUTPOLUTAPHOIO
apocTKa
AHeMis, 110 <1 |Hopma 3011bIIEHO Hopma Hopma [TomipHa
IIOB’sI3aHa 3 rinmepruiasis
HOPYLIEHAM €pUTPOLUTAPHOIO
CHHTE3y rema apoCTKa,
301TBIICHHS
cuaepoOacTis
I'emoniTHyHa >1; |36ubmeno |Hopma abo Hopwma a6o Moske Oytu | Bupaxena
aHeMmist pu MIOMIPHO 3HW)KEHO 301bIlI€Ha |Tinepruiasis
Tana- 301Ib1LIEHO IPU KpHU3ax | EpUTPOLUTAPHOTO
cemii IIapoCTKa
<1
B12 (¢domnieo) >1 3HIKEHO Hopwma abo [TomipHo [Tomipao |MeranoGmnacthe
-nedinuTHa MIOMIpHO 3HHUKEHO 3HUKEHO | KPOBOYTBOPEHHS
aHemis 301IbIIEHO
AnnacTuyHa 1 3HMKEHO Hopwma a6o Pizko Pizko VYTHITIHHS BCIiX
aHeMis MTOMIPHO 3HIKEHO 3HI)KEHO | MMapOCTKiB
301IbLIEHO KpPOBOYTBOPEHHS,
3aMIIIEeHHS 1X
AKHUPOBOIO
TKaHUHOIO
[Toctremopa- 1 36inpmeno | Hopma abo [Tomipao [Tomipao  |ITomipna
riyHa aHemis MTOMIPHO 30UTBIIIEHO 30UTBIIIEHO |Tinepruiasis
3HUKEHO EpUTPOLHTIB

1 MerakapiomuTiB

Tlpuxknaou ananiza Kpogi NPU Pi3HUX AHEMISAX 3 UUMONEHIEIO

ATUIACTUYHA ATUTIACTUYHA. B-12JIE®ILIUTHA
AHEMIA CTAJIISI TOCTPOT'O AHEMIA
[TOKA3HWKU JEAKO3A
EPUTPOIIUTH 1.5X 10 T/n 2.6 X10 T/n 2.2 X10 T/n
T'EMOIJIOBIH 50 r/n 80 r/n 80 r/n
JIEMKOLIUTU 1.5X 10 r/n 3.0X 10 /n 32X 10r/n
TPOMBOIUTH 30 X 10 r/n 110 X 10 r/n 110 X 10 r/n
PETIKYJIOLIUTH 0 0 1.4 %
IOHI HEUTPO®. 0 0 1.2%
[TAJIOYKOS JIEPH. 0 0 6 %
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CEICMEHTOSJIEPH. | 20 % (3HIDKEHO) 30 % (SHIDKEHO) 56 %

JIIM®OLIUTU 78 % 70 % (IIIIBULLIEHO) 32 %
(IIIIBUILIEHO)

MOHOLIUTHU 0 0 6 %

KICTKOBHWI MAJIOKJUTUHHUH, | TIIEPKJITUHHUM, | METAJIOBJIACTUYHUIA

MO30K BIITHOCHUI [IEPEBAKAHHS TUTI
JIM®OLIUTO3 BIIACTHUX KJITUH |  kpOBOYTBOPEHHSL
MienoaucIacTUYHUA CHHAPOM

MKB-10:D46
Mienogucrutactuunuit  cuaapom  (MJIC) — 1me rereporeHHa rpymna

MPOrpecyroynx, HEOOOPOTHUX 3aXBOPIOBAHb CTOBOYPOBOi KPOBOTBOPHOI KIIITHHU
KJIOHOBOi ~ MPUPOAM, IO XapaKTEPU3YETHCS SIKICHUMH UCIIACTUYHUMH 3MIHAMH
KJIITHH EPUTPOIUTAPHOTO, TPAHYJIOIUTAPHOIO 1 MErakapiolMTapHOTO POCTKIB 1
KJIITAH KICTKOBOI'O MO3KY, MAalOTh IMIJIBUIIEHY CXHWJIBHICTb A0 TpaHchopmarlii B
TOCTPHUU JIEUKO3.

Ile momierionoriyHe 3axBOPIOBaHHS, 110 BUHUKAE MpU 30iry 30BHIIIHIX
MOTIIKO/DKYIOUMX BIUIUBIB (IiF0 KAHIIEPOTCHIB, ITUTOTOKCUYHHUX 3ac00iB, pamiamii i
T.J.) 1 BHYTPIIIHBOI HEMOBHOILIHHOCTI 3aXMCHMX MeXaHi3MiB (MmyTarli abo
TPaAHCJIOKAILlT XpOMOCOM, aKTUBALlisl OHKOTEHIB).

[cayrots 2 knacudikarii MJIC. 3rinno FAB-knacudikaii, mo MJIC 3amydarorbes:
- pedpakrepHa anemis (PA);

- pedpaxTepHa aHemis 3 KiableBUAHUMU cusepodmactamu (PAKC);

- pedpakrepHa anemis 3 Hagmuikom 6mactiB (PAHB);

- pedpakrepHa aHeMid 3 HaAIUIIKoM OnacTiB y Tpanchopmauii (PAHB-T);

- XpOHI4YHA Mi€JTOMOHOIUTapHa jerikemis (XMMJI).

BOO3-knacudikariiss BmpoBakeHa B OLIBIIOCTI KpaiHaxX CBITY. BiAMIHHICTD BiJ
FAB nomnsrae B Tomy, mo Bukitodae niarunu PAHB-t ta XMMJI, a Takox noauise
MJIC Ha aBa TUIY — 3 MYJABTHIIIHIHHOO nuciasieto 1 6e3 Hel (marunu PA ta PAKC),
Bunuise 2 nigsapianta PAHB ta okpemo — 5q-cunapom

Knacugixayis MJ[C 3a BOO3
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[MigTun

Kpos

KicTkoBHUI MO30K

Pedpakrepna anemis
(PA)

AHeMis
bnactu BiacyTHi abo

OpnodiHiitHA (€pUTPOIIHA) TUCILIA31S
< 5% OnacriB

MOOAMHOKI < 15% epuTpoigHUX MONEPETHUKIB
SBIISIIOTHCS KIJTBIIEBUMHU
cuaepobIacTaMu
Pedpaxrepua anemis 3 | AHemis OpnnoniHilHA (EpUTPOIAHA) TUCTIIA3IS

KUIBLIEBUTHUMU
cunepobIacTaMu
(PAKC)

bnactu BiacyTHi

< 5% OnacTiB

> 15% epuTpoigHUX NONEPEIHHUKIB
SIBJISIIOTHCS KUTBLICBUMM
cuzepobdIacTaMu

Pedpaxrepna anemis 3
MYJIBTHTIHIHHOIO
nucmtaziero (PAM])

HuToneHis

bnactu BincyTHi abo
ITOOJUHOKI
[Tannuku Ayepa
BIJICYTiHI

<1 I'/mt MOHOIIUTIB

Hucrnazis > 10% kmiTuH ABYX 1
OLIIbIIIE MICJIOIIHUX TE€MOIIOETUYHUX
JIHIA

<5% OmacTiB

[Tanuuku Ayepa BiACYTHI

+/- 15% KUIbLIEBUIHUX
cuaepoOnacTiB

Pedpaxrepna anemist 3
HAJJTAIITKOM OacTiB-1
(PAHB-1)

uTtomeHis
brnactu<5%
[Tannuku Ayepa
BIJICYTHI

<1 /1 MOHOIIUTIB

OmnHo- a0 MyIBTHIIIHIHHA TUCTUTA31S
5-9% GnactiB

[Tanuuku Ayepa BIACYTHI

Pedpaxrepna anemis 3
HaJUIUIIKOM OJ1acTiB-2
(PAHB-2)

HuToneHis

bimactu 5-19%
[Tanuuku Ayepa
+/-<1 /11 MOHOITUTIB

OnHo- a0 MyJIBTHIIIHIMHA TUCTUTA31S
10-19% OmacriB
[Manmuku Ayepa +/-

Mienomucmuractnaauid | Llutomenis OnuHoiHiliHa gUCIUIa3isd B
CHUHJIPOM bnactu BiACyTHI ab0 | rpaHyionuTax abo Merakapionurax
HeKJ1acuiKOBaHU N ITIOOTUHOKI <5% OmacrTiB
(MIC-H) [Tanuuku Ayepa [Manuuku Ayepa BiACyTHI
BiJICYTHI
MJC, acouiiioBanuii | AHemist HopmanbHa abo mijiBHILIEHA KUIbKICT
3 130JIbOBAHOIO 5Q- KinekicTn METaKapiOlMTIB 3 TIMOA0IbYaTUMHU
TPOMOOIIUTIB sAIpaMu

HOpMaJIbHa 200
[T BUIIICHA
bnactu BincyTHi abo

< 5% OnacriB
BincyTHi nannuku Ayepa
[3051b0BaHa TUTOTEHETUYHA aHOMAJT1S

del(5q)
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BU3HAYAIOTHCS P1JIKO
(<1%)

[iaenocmuxka

Lemamonociune 0ocnioxcenns:
NOBHUM KJIHIYHUM aHam3 KpoBl 3 MiJAPAXyHKOM TPOMOOLUTIB, €pUTPOLMTIB,
PETUKYJIOIMTIB, JICUKOIUTAPHOI PopMyiTH, MOP(OJIOTTYHA XapaKTePUCTUKA
EpUTPOLUTIB, TPOMOOLIMTIB, JIEUKOIUTIB.
Mienorpama, TpenaHo0101Cist 3yXBUHHOT KICTKH;
[UTOTEHETUYHE JI0CI1HPKSHHS.

bioximiune docnidxcenns Kposi:
BMicT (ponaris, B12 B mia3Mmi u epuUTpOIIUTAX;
epUTPONOETHH, 3ami30, 333I1 3aranpHa 1 1areHTHA, (PEPUTHUH, HACUUEHHS
TpaHc(epuHa 3a1i30M;
JIAT, 61mipy6in, AJIT, ACT, nyxHa docdoraza, ceuoBa KHCIOTa, KpEaTHHIH,
ranTonio0iH, mpsiMa npoda Kymocea, CPb.

Lemonimuyuni npobu.

enexTpodopes OLIKIB MIa3Mu, 6eTa2-MiKpOTJIOOYITiH;
(yHKIIIOHAJIBHI TECTH IIUTOBUIHOI 3aJ7103H, €J1eKTpodope3 reMorooiHiB;
anTuTLIa 10 Qakropy Kactra.

Bipvconoziune oocnioxcenns.:

BLJI;

[TapBoBipyc B19;
LIMB;

I'enarutw.

Jlixyeanns

JlixyBanbHa TaKTUKAa 3aleXuTh Bl BcTaHoBieHoi 3a IPSS (Mixunapoana

MPOTHOCTUYHA OajhbHA CUCTEMA) TPYIIHA PUBHKY.

Mixcrnapoona npoerHocmuura oairvHa cucmema (IPSS)
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dakTop 0 GamiB 0,5 6ana 1 6an 1,5 6ana 2 6amun

IIPOTHO3Y
bnactu y <5 5-10 11-20 — 21-30
K/MO3Ky (%)
Kinbkicte 0-1 2-3 — — —
UTOTEHIH
Kapiotun Hopwmanbawii, | Vei iamri — >3 aHOMaTid | —

-Y, del(5q), aHomatii a00 aHomaii

del(20q) XpoMOCcOMH 7

[Ticns miapaxynky cymu 0aniB 3a IPSS BcTaHOBIIOIOTH Tpyny pU3HKY.

['pyna pusuky Kinbkicth
OaiB

Hwusbkoro (Low) 0

[Tpomixnuoro-1 (Int-1) 0,5-1,0

[Tpomixknuoro-2 (Int-2) 1,5-2,0

Bucokoro (High) >2,5
I'pyna pusuky Kinbkicth Meniana Tpauchopmariis 8 'MJI

OaiB BIKUBAHHS (25% pusuky B pokax)*
(B pokax)*

Hwusbkoro (Low) 0 5,7 9.4
[Tpomixuoro-1 (Int-1) 0,5-1,0 3,5 3,3
[Tpomixknoro-2 (Int-2) 1,5-2,0 1,1 1,1
Bucoxoro (High) >2.5 0,4 0,2

*Moka3HUKH 0e3 MPOBEACHHS JIIKYBaHHS

JIiKysanms Xx60pux epyn HU3bK020 ma NPOMIdHCHO20-1 pu3uKy.

3a HaAABHOCTI CHUMIITOMAaTU4YHOI aHemii 1 piBHI cupoBarkoBoro EIIO<500

mU/ml y xBopux 3 PA pexkoMeHj0BaHO Mpenaparu peKOMOIHAHTHOTO €pUTPOTIOETUHY
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(pEIIO) mo 40-60 tuc. MO 1-3 pa3u Ha TWXKIEHB +/- MpenapaTu TpaHyIoIUTaAPHOTO
xonouiectumymorouoro ¢akropa (I'-KC®) B no3i 1-2 mxr/m* (npu PAKC T'-KCD
npu3HavyaroTh Bigpasy). [lpu BigcyTHOCTI edexty - menutaliH (5-A€HHI KypcH y
1000Bil 1031 20 Mr/mM? noBeHHO B l-rommuHil iH(Y3ii koxui 24 rogunu). [{ukmu
NOBTOPIOIOTh KOXHI 4 THXHI JIOKA 30€piraeTbCs BIAMOBIAb. XBOPHUM, IO HE
BIJIMTOBLIIM HA JIIKYBaHHS, peKOMeHIyeThcst ipoBeneHHs Ano-TCI'K.

I[Ipu PA 3a HasBHOCTI CHUMNITOMATUYHOI aHEeMii Ta PIBHI CHPOBATKOBOTO
EITO>500 mU/ml xBOopuM MOJOAIIOTO BIKY 3 TIOUETIOISIPHUM KICTKOBUM MO3KOM,
3 HasBHICTIO T€Ha MapoKcu3MaibHOi HiyHOT remornoOinypii (PNH) 3actocoByiorh
IMYHOCYIIPECUBHY Teparito: aHTUITIMPOIUTAPHUMA /aHTUTUMOUUTAPHUI
imyHornoOynin (AJII/ATI') camocTiitHo a60 B koMOiHaIli 3 HUKIOCHOPHUHOM A.
CxeMu 3acTOCYBaHHS Takl )X, SIK MMPU aruiacTU4HINA aHemii. HaitOub parioHansHUAN
kypc AJII/ATT — 15-20 mr/kr/ao0y BHYTpPIIIHBOBEHHO KparejbHO MPOTIroM 5 JIHIB.
[Huknocnopud A MoO)KHa NpHU3HAYaTH TaKoXK Oe3 TMOIMepeHbOro 3aCTOCYBaHHS
AJII'/ATT, nounHaroun JiKyBaHHs 3 103U mpenapary 10-15 mr/kr/moOy, a mi3Hiiie
NEepexoATh Ha 703y S5 MI/KI/moly mpotsarom Oararbox MicsamiB (1o 12 wmicsmi). Y
BCIX IHIIMX XBOPHMX Yy MEpIIii JiHIi MoKa3aHe 3acTOCyBaHHS ACIUTaOIHY (5-IeHHI
KypcH y 11000Biil 1031 20 Mr/mM2 noBeHHO B 1-roguHHIN 1HQY31i KOXKHI 24 TOAUHM).
[{ux MOBTOPIOIOTH KOXKHI 4 THXKH1 JOKHU 30€pIira€ThCs BiIMOBIIb.

3a HasgBHOCTI TPOMOOIIUTOIEHII a00 HEWUTPOIEHIi TMEepIIOor JIHIE Tepamii €
TIMOMETUJIIOOUl  mpenaparu  (neuutadiH), Mpu HEe(dEKTUBHOCTI - TOKa3aHa
IMyHOCYTIpEeCHUBHA Teparis (AaHTUTUMOIIMTAPHUM TIT00YIIiH, IIUKIOCTIOPHH).

JIIKY8aAHHS X80PUX 2DVI NPOMINCHO20-2 MA BUCOKO20 DUSUKY.

[TamieHTiB mMUX TPym CiA TOMUIUTH HA JIBI KaTeropii: TUX, IO MiJISTalOTh
IHTEHCUBHHUM IMporpamam JIIKyBaHHS, 1 THX, 110 HE € KaHJIUJaTaMu JJIsl IHTEHCUBHOI
tepamii. Kpurepii BigOopy: BiK, 3arajbHUil CTaH, CYOYTHA [ATOJOTIA,
TICUXOCOIaTbHUN CTaTyC.

3a HasgBHOCTI JOHOpa — AaJIOTPAHCIUIAHTALlsl CTOBOYPOBHUX TI€MONOETHYHUX
KITTHH. 3a BIJCYTHOCTI JOHOpa — 3aCTOCYBAaHHS TIMOMETHIIIOIOYUX IpenapariB

(meuuTtalin) abo 1HTEHCHMBHA XiMioTeparis, SIK MPU TOCTPiM Jielikemii. Y MaIll€HTIB,
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0 HE MiJJIATal0Th peXUMaM IHTEHCHBHOI Tepamii — aeuutalbiH abo mam 1034
IUTOCTAaTUYHUX IpenapatiB (uTapadin no 20 Mr ABa pa3u Ha JeHb, Meldasan mo 5
MT/1 ).

Hiompumyvioua mepanis:

- TpaHc(y3ii epuTpoumTtiB Ta TpomMOOUUTIB (CMV-HeraruBHUX, ONMPOMIHEHUX — Y
KaHJIMJIaTiB JIO aJJOTCHHOI TPaHCIUIaHTAIli);

- aHTUO10THKH;

- aMIHOKAIpOHOBA KUCJIOTA, 1HII F'€MOCTaTUYHI NpenapaTy;

- xenatyroul npenaparu (aedepacipokc nepopanbHo mo 200-500 mr/mx) — HeoOX1aHO
PO3MOYMHATH JIiKyBaHHA Ticias 20 nmpoBeaeHux Tpancdysiit epurporuTis. [IpoBoauTu
10 3HWKeHHS piBHA deputuHy <1000 ng/ml;

- TPaHYJIOLMTAPHI KOJOHIECTUMYIIIOIOY1 (HaKTOpHU y HEUTPONEHIYHUX XBOPUX 3
1HQEKUIHHUMH YCKJIaIHEHHAMH a00 pa3oM 3 pPEKOMOIHAHTHHM €pPUTPONOETUHOM Y
xBopux 3 PAKC 1 au3bkum piHem EI1O.

Kpumepii pemicii:

- BEJMKA IUTOTCHETWYHA BIJAIMOBI/b: 3HUKHEHHS IMTOTCHETHUYHUX aHOMAIIHA, Maja
IIUTOTCHETUYHA BIAMOBIAb > 50 % peaykiiisi aHoMaIbHUX MeTadas;
- MOBHA PEMICIs: y KICTKOBOMY MO3Ky < 5% OmacTiB Ta BIiJCYTHI JUCIUIACTUYHI
03HaKHW; y mnepudepudHii KpoBi - remornooin > 110 r/a, mekrpodimm > 1,5 I'/n,
TpomboumtH > 100 I'/1;
- yacTkoBa peMicis > 50 % 3MmeHIIeHHS OJIacTiB y KICTKOBOMY MO3Ky a00 3MiHa
nepBuHHOTrO miaruny MJIC Ha miATHI HIKYOT KaTeropii pu3uKy.

[Ticns BuUmMCKM 31  CTalloOHapy  XBOpl  MOBHHHI 3HAXOJUTHUCH IiJl
JTUCTIAHCEPHUM CIIOCTEPEKECHHsIM Y remarosiora. KoHTpompHI  ommsiam 3
PO3TOPHEHUM  aHAJI30M KpOBI XBOPHUM, IO OJEPXKYIOTh CYNPECIHY Teparliio,

ciij mpoBoauTH 1 pa3 Ha MicAlb. XBOPUM Y cTajii pemicii - 1 pa3 B 2-3 micsil.

1.1.4. KOHTPO/ILHI MUTAHHS, TECTU BUXITHOTO PiBHS 3HAHb, KJIIHIYHI
3aBAAHHA

KouTpoabHi nuTanHus
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1. BuzHaueHHsI MOHATTA aHEMIi.

2. Knacudikarist anemiii 3a maTOreHe30M.

3. OnutyBaHHs Ta 301p aHAMHE3Y Y TAIlI€EHTA 3 AaHEMIEO.

4. Kuiniko-mabopaTopHi 0COOJMBOCTI JIarHOCTUKH TOCTPOi IMOCTTeMOpariyHoi,
3a11i30, B12-domniBoaediiTHOI, TéeMOMITUYHOI, TIMOMIACTUYHOT aHEMIH.

5. CtymeHi TSHDKKOCTI aHEeMIH.

6. Knacudixkartist 3ami3o1eiluTHUX aHEeMii.

7. Teparisi OCHOBHHMX BUJIIB aHEMIH.

8. JludepeHiiiitHa 11arHOCTUKA TIMTOXPOMHUX aHEMIH.

9. OCHOBHI HanPsIMKH JIIKYBaHHS Ta JIIKAPChKI MpenapaTy Mpy pi3HUX aHEMIsX.

10. TToHATTS mMpo aHEMil0 XPOHIYHMX 3aXBOPIOBaHb. JludepeHiiiina aiarHocTuka 3

311301 QILIMTHOIO aHEMIETO.

TecTn BUXiZHOTO PIBHS 3HAHb
1. JIaBoparopHi 03HaKK MOCTIeMOPariuHoi aHeMIi IPOSBIIAIOTHCS Yepe3:
A. 3 mHi
B. 1-2 nus
C. 12 rognnu

J. Tlepiri ronuHM MicIs MOYaTKy KPOBOTEYI

2. Yac nposiBU PETUKYJIONUTAPHOTO KPU3Y MICHs TOCTPOI KPOBOBTPATH:
A. 4-5-11 neHb

B. 10-i1 nenp

C. 1-2 nobu

J. Tepuri ronuan

3. HeBinkiaiHi 3aX0/14 TICHIsi TOCTPOi KPOBOBTPATH:
A. Tpancdy3ist epuTpoLTApHOT Macu
B. Tpancdays3is kposi

C. Biraminorepanis
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J1. BigHoBIIeHHS 00'eMy HUPKYIIOKOUYOT KPOB1

4. 3minn B mnepudepuuHid KpoBl 1 OIOXIMIYHMX TOKAa3HHMKAX MpPH XPOHIYHIN
3amizoneIIUTHIN aHeMil:

A.3HayHEe 3HMXKEHHS BMICTY TIeMONIOOIHY, KOJIPHOIO MOKa3HHWKA, CHUPOBATKOBOTO
3aiti3a, BMICT GepUTHHY

B. 3HmXeHHS KUTBKOCT1 TeMOIIO0IHY Ta €PUTPOLIMTIB MPHU HOPMATbHOMY (PEPUTHHI
C. HasBHicTh aHeMii, JISMKOLIMTO3Y, HEUTpOdLIE3y

J1. HasiBHICTB aHEMii, IEHKOITUTO3Y, TIIIEPTPOMOOIIUTO3Y

5. lns 3amizonideniTHOT aHeMil XapaKTepHUI 3MICT PETHKYIOINTIB:

A. 0,5% 1 HIKYE

B. 1-2%

C. 2-6%

. 40%

6. [l sskoro 3aXBOPIOBAHHS XapaKTepHE Pi3Ke 3HIKEHHS KOe]illi€eHTa HACHYCHOCTI
TpaHchepuHOM?

A. 3anizoaedinuTHa aHEMis

B. B12-gedinutHa anemis

C. AnacTudHa aHemist

J1. 'emomiTnaHa aHEMIs

7. YUu nokazaHa remotpaHncdy3is npu 3anizoaedinuTHid aHeMil
A Hi

B. Taxk

C. Iloka3zana npu BMicTi remoniio0iny Huxkue 100 r/ i

J1. 3a )XUTTEBUMU TTOKa3HUKAMU

8. Un MokmBa KOpeKIIis AeiluTy 3ami3a JIETO:

A Hi
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B. Taxk
C. Moxu1Ba 3a 10IOMOTOI0 NPUHOMY MPOTYKTIB POCIMHHOTO MOXOIKEHHS

J1. MoxrBa 3a JOTIOMOTOI0 TTPOAYKTIB TBAPHHHOTO MOXOPKEHHS

9. Oco0nMMBOCTI JEUKOTPpaMU IIPU MErajao0IacTHIA aHeMIi:

A. Eo3unodimis

B. JlimdoruTo3, MOHOIIUTO3

C.JlelikoneHisi, TIFaHTCHbKI IOJICETMEHTOBaHI HEUTpO(DUIM, MaKpPOLMUTAPHICTH
CPUTPOIIHTIB

J. JleiikouuTo3, 6a3odinis

10. Kypc nikyBanHs nipu Aedinuti Bitaminy B12 Tpusae:
A. 4 TrxHI

B. 2 micsi

C. 1-2 micsamm

1. 2 TrkHI

11. Jo3a Bitaminy B12 nipu 3aroctpenni B12-nedinutHoi anemii:

A. 500 rpam mIOAHS TPOTATOM 2 THXKHIB, TOTIM-IIATPUMYIOYA Teparis
B. 50-100 rpam moaus

C. 1000 rpamiB yepe3 A€Hb

M. 500 rpam uepe3 neHb

12. Tlpu domnieBogedunuTHI aHemil (QYHIKYISIPHUNA MI€JI03 CIOCTEPITA€ThCA Y
XBOPHUX:

A. Yu He ciocTepiraeThes

B. fIxi 1oBro XBopit0Th EHTEPUTOM

C. Y 40510BiKIB

J. llpu noennanui 3 nedinutoMm Bitaminy B12
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13. OcHoBHu# naroreneTnuHuii haktop xBopoodu MinkoBcekoro-Illoddapa:

A. IlopyuieHHs CTpyKTypyu MEMOPaHHOTO O11Ka EPUTPOLUTIB CIIEKTPHUHA
B. ITopymienHs cekBecTpariioHHOT 31aTHOCTI CEIe31HKU
C. HasBHICTh HMPKYJALIT aHTUEPUTPOLUTAPHUX aHTUTLI

J1. ToxcuyHUli BIUIMB HA EPUTPOLIUTH

14. Kaptuna kpoBi mpu xBopo61 Minkoscbkoro-11loddapa:

A. Mikpochepouuros, anemisi, pETUKYJIOIUTO3

B. AHi30111TO3, 3HM)KEHHSI PIBHSI €pUTPOIIUTIB, TPOMOOIIUTOTIEH S

C. MakpoaHi1301IMTO3 KUTbKOCTI EPUTPOLUTIB, 3HHKEHS BMICTY T€MOIIO0IHY

J1. HopmonuTo3, 3HMKEHHS KITBKOCT1 €pUTPOIIHUTIB

15. OcHOBHI KJIIHIYH1 O3HAKU BPOJKEHOT MIKPOC(HEPOIUTAPHOI aHEMII:
A. MakporuTtapHa aHeMisi, IHTOKCUKAI[IWHUN CUHIPOM, TeMaTUT

B. AHewmist, 301JIbILIEHHS PO3MIPIB MEUIHKHU, KOBTSIHULA

C. XXoBTsHUILIS, CIIJICHOICIIATOMETalisl, aHeMis

J1. Anemisi, ypakeHHS KICTOK CKeJleTa, MmeJoOHepPUT

16. XapakTepHOI OCOOJMBICTIO TE€MOJIITUYHOI aHEMil 3 BHYTPIIIHbOKIITUHHUM

TeMOJII30M €:

A. Bupinenns yopHoi ceul

B. I'inepOinipyOinemis, CrijieHOMeratis
C. Tpom06o3u nepudepuaHuX CyauH

J1. Bucokuii piBeHb BUIBHOTO T€MOITIO0IHY B CHPOBATLII KPOBI

17.  Bwmictr  OuripyOiHy  Tpu  ayTOIMyHHIM  TEMOJITHYHIM  aHemil

BHYTPIIIHHOCYTMHHUM TE€MOJTI30M:

A. HopmansHuii a00 He3HAYHO i IBUIIICHU
B. Hopmanbnauii

C. JlexinapKa miaBUIISHAMA

J1. Pi3ko miaBUILeHUI
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18. JliarHocTHKa ayTOIMyHHOIO aHEMii 3aCHOBaHA Ha BCbOMY MepepaxoBaHOMY, KPiM:
A. CeposoriuHoi 11arHOCTHKH 3a 10MOMOTor0 mpsiMoi mpodu Kymbcea
B. Bu3znaueHHS KUIBKOCTI PETUKYJIOIUTIB
C. BuznauenHs piBHs OutipyOiHy 1 oro pakiiii

J1. BuzHadeHHs KUTBKOCTI ITUPKYTIOI0YUX IMyHHUX KOMILJIEKCIB

19. JliarHOCTHKA TIMOIJIACTUYHOT aHEeM1i 3aCHOBaHA Ha BUSBJICHHI:

A. TlanuuroneHii, mepeBakaHH1 KUPOBOTO KICTKOBOTO MO3KY HaJl KPOBOTBOPHUM,
BIJICYTHOCTI 301JIbILIEHHS TIM(OBY3J11B MEYIHKHU 1 CENE31HKU

B. Anewmii, nimdanenomnarii, TpoMOOIUTOTIEHI]

C. I'imepxpoMHOi aHeMii, 301JIbIIIEHHS PO3MIPIB MEYIHKH 1 CEJIEe31HKH

J1. T'inepxpoMHOi aHeMii, TnepTpoMOOLIUTO3Y

20. OcHOBHUI BUJI TEpAIii TIIOMIACTUYHOT aHEMI:

A. I'mroxokopTHKOI AN

B. ImyHoaenpecruBHa (aHTUTIMOLIITAPHUHN TIIO0YIIiH, ITUKJIOCTIOPHH A)
C. CrinenektoMis

J1. I'eMocTarnuna

Ipasunvui 6i0noe6ioi:
1-B,2-A,3-1,4-A,5-B,6-A,7-1,8-A,9-C,10-C, 11 -A, 12— ]I,
13-A,14-A,15-C,16-B,17-A,18-1,19-A,20-B

Kanniuni 3agaui

1. XBopwuii, 37 pokiB, JikBigatop YopHOOMIBCHKOI aBapii, CKApKUTHCA HA 3arajibHy
clabKicTh, HAsBHICTh MOOJAMHOKMX CHHINB Ha Iukipi. Y kposi: Ep. - 2,5 x 10"/ 1,
per. - 0,1%, LIT - 1,0, JI. - 2,2 x 10°m, Tp. - 10 x 10°/1. B KicTKOBOMY MO3KY

BU3HAYAIOTHCS SIBUINA TiITOIIa31i. Skuil HalO1IbI1 HMOBIpHU AiarHO3?

103



A. T'unorutacTuyHa aHeMisl.

B. T'ocTpuii nenkos.

C. XpoHiyHa mpoMeHeBa XBopooa.
D. Arpanynonuros.

E. B12 - nediuuTtHa aHemis.

2. Y 4donosika, 52 pokiB, SKUW XBOpI€ Ha €PO3UMBHHI racTPUT, MPOrPECye 3arajbHa
cnaOKICTh, cepueOuTTs, 3anaMmopodeHHs. OO0'eKTHUBHO: OMIAICTH 1 CyXICTh HIKIPH 1
CIM30BUX OOOJIOHOK, airynasipHuii ctomatuT. [lymec - 104 / xB. ToHu cepis
OPUNIYLIEH], CUCTOMIYHUM 1IyM y BepXiBKH 1 mijctaBu cepus. AJl - 130/75 mm. pt.
ct. Ileuinka 1 cene3iHka HE MANBIYIOTHCSA. Y KpPOBI BUpPA)KEHA TIITOXPOMHA aHEMis.
Axuit maroreHeTHYHUN (PakTOp MOKe OyTH HAWMBAXKJIMBIIIUM y PO3BUTKY aHEMIi y
JTAHOMY BUIIAJIKY?

A. ledinut Bitaminy B12.

B. KpoBosrpara.

C. InTokcukaris.

D. I'emomi3 epuTpoOITUTIB.

E. lediuut dosieBoi KUCIOTH.

3. XBopwuil Ha BUPA3KOBY XBOPOOY JIBAHAIUATUIANION KUIIKA CKapKUTHCA Ha 3arajbHy
CnaOKICTh, 3aJUIIKy IpPU HE3HAYHOMY HABAaHTAXKEHHI, OaXaHHS ICTH Kpeimy.
OO0'exTUBHO: XBOPHM ONiaui, BUSBISIIOTHCA TPOGIYHI 3MIHU MIKIpH. AHal3 KpOBI:
Ep. - 3,3 x 10"%/1; Hp - 90 r/i; KII - 0,75; pet. - 2%; 3ai1i30 KpoBi - 5,6 MKMOJIb / II.
Ske yCKIaHeHHS PO3BUHYIIOCS Y XBOPOTO?

A. T'emoniTuyHa aHemisl.

B. 3anizonedinurHa anemisl.

C. Eputpewmis.

D. Amnactuuna aHemis.

E. B12 - ¢ponieBonedinuTHa aHeMisl.
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4. XBopuii, 35 poki, npoTsrom 10 pokiB mpaitoBaB Ha MeOneBiit padpur. [lix gac
poOOTH BHUKOPHCTOBYBAaB KCHJIOJ. 3 MIJO3POI0 HA XPOHIYHY IHTOKCHKAILIIIO, XBOPHI
OyB rocmiTaynizoBaHuii. BcTaHOBIEHO aHEMIYHUI CHHAPOM, a B KPOBI MaHIIUTOMEHIS.
SAxka popma aHemii xapakTepHa Il TaHOT IHTOKCUKAIIIi?

A. IMopymienns cunte3y PHK 1 JIHK kmitu.

B. 3anizonedinutHa.

C. I'emomniTuuHa.

D. AnnactuyHa.

E. IlipinokcinaedimiTHa.

5. YonoBik, 65 pokiB, micis 0OCTEKECHHS BCTAHOBIICHO JiarHo3 Bl2-medinuTHOi
aHeMii, TPHU3HAYEHO JIIKyBaHHS. Uepe3 TWXKIeHb OyB Yy3sATUM KOHTPOJIBHUM aHal3
kpoBl. [1]o Oyzne paHHIM KputepieM e(heKTUBHOCTI IPOBEAEHOT Tepartli?

A. 3011b1I€HHS KIIBKOCTI JIEHKOIUTIB.

B. IligButiieHHs piBHS TeMOTIOOIHY.

C. 3umxenns KII kposi.

D. HopmobnacTruHne KpoBOYyTBOPECHHS.

E. 3011bI1€HHS KIJTBKOCTI PETUKYJIOLHUTIB.

6. JKinka 26 poKiB CKap>KUThCS Ha 3arajibHy CIa0KICTh, IMJABUIIEHY JIAMKICTh HITTIB,
BUnaaAiHHsA Bojocca. O0'exktuBHO: nyisc - 94 / xB .; AT - 100/70 mm. pt. ct. lkipa
omima. Y xposi: Hb - 90 r / 1; Ep. - 3,5 x 10"/ u; KII - 0,7; IIOE - 20 MM / rox.
PiBenb cupoBarkoBoro 3aiiza - 8,7 MkMoJib / J1. SIke mpu3zHadeHHs Tpeba 3poOuTH
XBOpOMY?

A. IlepenuBaHHS IIJILHOT KPOBI.

B. [Ipemaparu 3aini3a napeHTepaibHO.

C. IlepenuBaHHs €pUTPOLUTAPHOT MACH.

D. Ilpenaparu 3aii3a BCepeiuHy.

E. Bitamia B12 B/ m.
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7. Kinka 60 pOKIB CKapKUTbCS Ha 3arajbHy CIA0KICTh, BIAYYTTS TSIKKOCTI B
eniracrpaibHIid JUISHIL, «BIAPMOKKY» micis Dki. OO'€KTHBHO: TeMIieparypa Tila -
36,6 ° C; YA - 20 / xB .; mymbe - 96 / xB .; AT - 115/70 mm. pt. ct. llIkipa 1 Bugumi
ciu30Bi 000m0HKH Omini. Ananmis xkposi: Ep. - 2,0 x 10"/ 1; He - 100 v / i1; KIT - 1,5;
IIOE 28 MM / roa. BusiBneHo aHTUTLIA A0 NMapieTalbHUX KIITHH HUTYHKA.

Ska HaWOIBI MTepeBaXKHA TAKTUKA JIIKYBaHHS aHEMIYHOTO CUHAPOMY Y XBOPOi?

A. Ilpu3HaunTu npenaparu 3ajiza BCEpEeIUHY.

B. IIpu3HaunTy npenapartu COJISIHOI KUCIOTH.

C. Ilpuznauutu Bitamin B12.

D. Ilpu3HaunTy npenaparu 3ajiiza NapeHTepaIbHoO.

E. [Ipu3HaunTy nepenrBaHHs EpUTPOLUTAPHOT MACH.

8. Y xiHKM 35 poKIB BHHMKJA I1J103pa Ha alJJaCTUYHY aHEMI0. 3 J1arHOCTUYHOIO
METOI0 MPU3HAYMIIM MYHKI[I0 KICTKOBOTO MO3KY. SIKl 3MiHM B ITyHKTaTi KICTKOBOTO
MO3KY OYiKY€ETHCSI BUSBUTH?

A. AGcomroTHHH TiM(OIHUTO3.

B. 3amimieHHs1 KICTKOBOMO3KOBUX €JIEMEHTIB (P1OPO3HOI0 TKAHUHOIO.

C. IlepeBakanHs Merano0acTiB.

D. HasiBHICTB 671aCTHUX KITITHH.

E. 3aMiH_I€HH}I KICTKOBOMO3KOBHX €JICMCHTIB KUPOBOKO TKAHUHOIO.

9. ¥V remaronoriuie BiJUTIJICHHS TOCHITaIi3yBajM >KIHKY, 24 pOKiB, 31 cKapraMu Ha
OuIb B TMoOMNepeKy, B NpaBoMy miapedep'i, pi3Ky cinabkicTb. THXIEHb TOMY
nepexBopiia Ha Tpurl. OO'€KTUBHO: MIKipa 1 CIM30BI 00OJIOHKHU ONimi 1 KOBTYIIIHI,
nevinka Ha 1 cM BHCTymae 3-1mij pedepHoi ayru, uymiusa. Y kposi: Ep. - 2 x 10"/ 1;
Hpb - 64 r / m; KIT - 0,9; JI. - 12 x 10° / n; per. - 8%. Binipy6in - 38 Mxmoib / 1
NnepeBaXHO 3a paxyHOK Hempsamoro. [Ipsma mpob6a Kymbca - mosutuBHa. Sxuii
nonepeaniit aiaraos?

A. XBopoba Mapkiadasu-Mikerne.

B. Hag6ana ayToiMmyHHA TeMOJIITHYHA aHEMIS.
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C. Bpomxena reMoJliTHYHA aHEMi.
D. XBopob6a Annicona-bipmepa.

E. INimomiracTuyna aHeMmis.

10. Yonogik, 37 pokiB, CKapKUThCS Ha Hamaau OO0 B mpaBoMy miapedep'i, sKi
3'SIBUJTUCS. 2 POKH TOMY, 3arajibHy ciaOKicTh. 3 16 poKiB - mepioanyHa IKTEPUIHICTh
mkipu. OO'€eKTMBHO: MIKipa 1 CiauW30Ba OOOJOHKA IKTEPUYHI, S3UK OOKIaJCHUH,
aiM(paTtuyHl By3JdM HE 30UIbLIEHI, KUBIT OOJIOUMH 1 HANpyKEHUW B MIPABOMY
nigpedep'i. Tenarocmnenomeranis. Y kposi: Ep. - 2,4x10"%/m; He - 84 r/m; KIT - 1,0;
pet. - 22%; oCMOTHYHA PE3UCTEHTHICTh EPUTPOLIUTIB 3HMKEHA; MUKPOC(HEPOLIUTO3;
IOE - 22 mm / ron. bimipyOin Hempsmuii - 56 MxMonb / 1. SIkuii Ha#OLIBII
HWMOBIpHHI mIaToreHe3 aHeMii y XBOporo?

A. ComarnuHa MyTalis €pUTPOITHUX KIITHH.

B. [TopymienHst akTUBHOCT1 (JEPMEHTIB B EPUTPOITUTAX.

C. [lopyuieHHs CTpyKTypu a00 CUHTE3Y JAHIIOT1B ITI00IHY.

D. BruivB aHTUTII HA €PUTPOLIHUTH.

E. I'enetnunuii nehextT MeMOpaHu epUTPOITUTIB.

Lpasinbni 6i0nosidi Ha KaiHIYHI 3a0ayi
1-A,2-B,3-B,4-D,5-E,6-D,7-C,8-E,9-B, 10 -E.

2. APYT'E IIPAKTHYHE 3AHATTA
T'OCTPI TA XPOHIYHI JIEMKO3H (JIEUKEMII)

AKTyanpHICTH TpoOremMu 0OyMOBIIEHA THUM, IO B YMOBaX €KOJOTIYHOTO
iIMyHOAE(DIUTY Y HACEJIEHHS, TIOB'SI3aHOT0 3 JIISUTbHICTIO JIIOJUHU (aBapii HA aTOMHHUX
€JIEKTPOCTAHIIAX, MIABOJHUX JIOAKAX, 3a0pyIHEHHS IPYHTY, XIMIYHI BUKHUIUA B
armocdepy, Boguui OacceitH, (izuuHi pakTopu COTOBUX TenedOHIB, BUIIOK 1 T.1.)
3pOCTa€ pi3Ke BHUHMKHEHHS JICHKO30T€HHUX XPOMOCOMHHX MYyTalliid, aKTUBaIli

OHKOT'€HIB , 110 MOXK€ MPUBECTH M0 JieHKeMmii. SKIo B mepiii poKHu Micis aBapii Ha
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YAEC y nmopocnux mano Micie 30UIbIIEHHS 3aXBOPIOBAHOCTI HA TOCTP1 JIeHKeMii,
XpOHIYHUN  MIEJIONUTAPHUM  JIEHKO30M, TO 3apa3 CIOCTEpIraeTbcsl picT 1
PO3MOBCIOKEHICTh 3aXBOPIOBAHHS CYOJICMKEMIYHHM MI€JI030M a00 1710TmaTHdIHUM
Mi€s10¢h10po30M (HE3HAYH1 3MIHU B KPOB1 3 BUPAKEHHOIO CILICHOTENATOMETaJl€el0 3a
paxyHok ¢i0po3y), JiMmpomMaMu 1 TIa3MOIMTOMaMHU. Y NITel HalOUIbIl MOMUPEHUI
roctpuii nimdobracTHul neiko3. CBoeyacHa JIarHOCTUKA 1 JIIKyBaHHS, OCOOJMBO
OCTaHHBOTO, B 3HAYHIA KUIBKOCTI BHUMAAKIB JO3BOJSE OCITTH TPUBAJIOI peMicii i
BUJIIKYBaHHS IALI€HTIB.

Haguanoni uini o cmyoeumia.

- HABYUTHUCS TPaMOTHO 30MpaTH aHaMHE3 y Mal[lEHTIB;

- 0O3HAHOMMTHCS 3 METOJAMH J1IarHOCTUKH JICHKEMI;

- HABYUTHUCS TPAKTYBATH PE3YJIBTATH 3arajbHOTO aHali3y KPOBI Ta MIE€JIOTPaMU;
- HABYUTUCS NIPABUIIBHO MPU3HAYATH JIIKYBAaHHS [IPU PI3HUX JIEUKEMISX;

- 03HAMOMUTHUCS 3 OCHOBHUMH TOJIOKEHHSIMHU TeMOTpaHCc(hy310HHOT Tepartii.

Tecmu 8UXIOHO20 DIBHA 3HAHbL NO JleUKeMI]

1. OcHoBHI KpHTEpiil A1arHOCTUKHU TOCTPOTO JIEHKO3Y:

A. Anemis

B. OmonomkenHs TedKkouTapHoi (popmMymnu KpoBi

C. biracto3 B kictTkoBoMy MO3KY (> 30%)

J1. ITarmuToneHis

2. Kapruna nepugepudHoi KpoBl IPU TOCTPOMY JIEUKO31:
A.TpombouuToneHisi, aHemisi, F0H1 HEUTPohiTu

B. JleitkouuTo3, 3cyB AeHMKOUUTAPHOT (OPMYIIHU BIIBO 10 IPOMIETOLINTIB,
co3nHO(D1IBHO-0a30(]iIpHA accoltiamis, TPOMOOIIUTO3

C. Bucoxwuii BifIcOTOK OJJaCTHUX KJIITUH, 3HUKEHHS KIJILKOCTI 3pUIMX KIITHH
J. T'ineprpomM0O0LIMTO3, TOMIPHUN JEHKOLIUTO3

3. 3minu nepudeprudHoi KPOBI IPH aJIEUKEMI4HIi OopMi1 TOCTPOTO JICHKO3Y:
A. Heltitpodinb03

B. Arewmis, TpoMOOIATOTIEH ST

C. BiacyrtHaicTs 6mactiB, 1imMdOINUTO3
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. Eozunodimis

4. 361bIIeHHS TIMPATUYHUX BY3JIIB 1 CEJIE31HKH YaCTILIE 3yCTPIvaloThCs MpU
JeMKO31:

A. Mienob6iacTHOMY

B. IIpomienonutapHomy

C. Monob6nacTHOMY

N. JlimpobnactHOMY

5. Kaptuna nepudepuyHoi KpoBi B pO3TOpHYTIH CTajAll XpOHIYHOIO MUENOIEIKO3a:
A. JIe#Ko1uTo3, 3CyB JISUKOIUTAPHOI POPMYITH BIIIBO IO MPOMIEJIOIUTIB,
€03uHO(D1IbHO-0a30(]1IbHAs acolialis, TPOMOOIUTO3

B. AHemis, TpoMOOIIUTOTICHIS, TOHI HEUTpOQLIH

C. [ToMipHHMIA TIEUKOIIUTO3, TIIEPTPOMOOIIUTO3

J1. Bucokuii BiICOTOK OJIACTHUX KJIITHUH, 3HMXKEHHS KUTBKOCTI 3pUTUX KJIITHH.

6. Kaptuna nepudepuydnoi KpoBi B pO3TOPHYTIH CTall XpOHIYHOTO JiM(pOIeHKo3a:
A. AGCOIOTHUH JICHKOIIUTO3, JTIM(BOIIUTO3

B. JleiikomnuTos, 3cyB JeHKouUTapHOi (hOpPMYIHU BIIiBO

C. AneMis, TpPOMOOITUTOIICHIS, IEHKEMIUHUN TTPOBAJI

J1. TloMipHU# TeMKOUXUTO3, TPOMOOLIUTONIEH1S

7. HaiiG11p11 yacTi yCKIaAHEHHS TIPU XPOHIYHOMY JTIM(GOIIUTAPHOMY JICHKO31:
A. I'eMopariunuii cuHIpPOM

B. Indexuiiini (6akTepiaibHi Ta BIPYCH1) YCKJIaIHEHHS

C. BupaskoBa xBopoba 12-manoi Kuiku

J1. InxanpHa HEJOCTATHICTh

8. JliarHoCcTHYHI KpUTEPii Mi€TOMHOT XBOPOOH:

A. Bucoxka mBHIKICTb OCIIaHHSI €PUTPOIIUTIB, JIEHKOIIUTO3, O11b B KICTKaX

B. HasiBHICTh Mm1a3MaTUYHMUX KIIITUH B KICTKOBOMY MO3Try Oubiie 10%, Boraui
JECTPYKIi B KICTKaX, MapanpoTeineMis

C. lucnpoteinemisa B 010XIMIYHOMY aHalli31 KpoBi 6e3 M-rpazgieHTa

J1. [loniknoHanbHa TPOTETHYPis

9. HaliG11b111 xapakTepHi 3MiHH TIepUPEpUUHOT KPOBI IPHU MIEIOMHIN XBOPOO1:
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A. AHeMmis, BUCOKA IIBUIKICTh OCIJTAaHHS €PUTPOLIUTIB

B. JletikomnieHis, HEUTPO 11603

C. I'itmepneikouTo3

J1. Jleiikomenis, pimdonnTos

10. Meton nociipkeHHs JUisl BU3HAUCHHS BaplaHTy TOCTPOro JIEHKO3Y:
A. lluTonoriuamii

B. I'icTonmoriunuii

C. HutoximMiuHUI

J1. ImyHOOT19UHMIMA

Ipasinbui 610n06i0i:
1-C,2-C,3-C,4-1,5-A,6-A,7-B,8-B,9-A,10-C.

2.1. 3SMICT TEMHA

2.1.1. TOCTPI JIEMKO3H (IEUKEMII)

T'ocTpa mienoigna geiikemia (MKbB-10: C92.0, C92.4, C92.5, C93.0, C94.0, C94.2)
T'octpa aimdoigna aeiikemis (MKb-10: C91.0, C91.5)

Ioctpa neiikeMiss — reTeporeHHa rpyna MyXJIUHHUX 3aXBOPIOBaHb KPOBi, IIO
XapaKTePU3YEThCA YPAKEHHSM KICTKOBOTO MO3KY MOP(OJOTIYHIHUMH HE3PLTUMU
(6acTHUMM) KITITUHAMH Ta 1HOUIBTPAIIEI0 HUMU PI3HUX TKAHWH 1 OpTraHiB.

Toctpuii neiiko3 3aliMae MPOBIAHE MICIE B CTPYKTYypl 3aXBOPHOBAHOCTI
remMo01acTo3aMH, CKaagaroun Maiike 1/3 Bij IX 3arajibHOI KiJIBKOCTI.

B ocHOBI KJIHIYHUX TIPOSIBIB TOCTPUX JIEWKEMIN JiekKaTh aHEeMIYHUM,
rinepruiacTUYHUM, TreMopariyHuil, iMyHoAehIUUTHUN 3 i1H(EeKUiiHO-3anaIbHUMU
YCKJIAQAHEHHSIMU, BUPA3KOBO-HEKPOTUYHUI CHHIPOMH.

Icmopia

[Tepmoonuc neiko3y B MEIUUHIN JIiTepaTypl BIATHOCUTHCS 0 1827 poky, Koiu

bpany3pkuii Jikap Anbdppen Apman-Jlyi-Mapi Benbno ommcaB xBopoOy 63-x

pPIYHOIrO CaJiBHUKA, KA MPOSBUJIACS JUXOMAHKOIO, CIA0KICTIO, KAMEHSIMU B HUpPKax
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Ta 30UIBIICHHSIM IICUIHKHA 1 Cele3iHKH. Benbno 3ayBakwiB, IO KpPOB XBOPOTO
HarajyBaja 3a KOHCUCTCHIIIEIO «PiAKY BIBCIHKY». B 1845 poui B EqunOyp3i natosor
Jlxon Xpro3 benHeT omyOmiKyBaB MOBIJOMJICHHSI MPO JEKIIbKa BUMAAKIB CMEPTI
XBOPUX, Y SIKUX BHUSBHWJIACS 30UIBIICHOIO Celie31HKa, a «KpoB Oyna 3MiHEHa 3a
KOJIbOPOM 1 KOHCHCTEHLi€o». [{ns omucy 3MiH KpoBi bBeHHET BXUB TepMiH
TICUKOITUTEMIS».

TepMiH «ielikeMis» (3a TpelbKOI: «Oijla KpoB») OyB BBEJEHUNM 3HAMEHUTUM
HiMeUbkuM marosoroM Pynonspom Bupxosum y 1856 poui. byayuum mnepumum
JIOCJIITHUKOM, SIKUH 3aCTOCYBaB CBITJIOBHMH MIKPOCKOI B TICTOMATOJIOTII, BIH OMHUCaB
HaJMIpHY KUIbKICTh JIGMKOLMTIB Yy XBOPUX 3 KJIIHIYHUMH MPOSBAMH, 110 OMHUCAIU
Benpno ta benner.

3 PO3BUTKOM Cy4YaCHUX METO/IB JOCIIHKEHb MPUUAIIIO PO3YMIHHS 0ararbox
JeTanel mpoiecy BUHUKHEHHS 1 pO3BUTKY Jieiko3iB. Yxe B 1877 poui [laynso Epiix
po3pobuB crocobu (apOyBaHHS Ma3KiB KpOBi, IO JIO3BOJHUB HOMY JETalabHO
OMHUCaTH HOpMaJbHI Ta 3MiHeH1 JehkoruTu. Y 1889 poui Binerensm EOmiTaiiH BBiB
TEPMIH «TOCTpuid Jeitko3». Tepmin «mienoiguuit» OyB BBeneHuit Hoiimanom B 1869
polli, KOJMU BiH BIJKPUB, IO JICHKOIMTH YTBOPIOIOTHCS B KICTKOBOMY MO3KY
(1aBHBOTPEIBKUIM: HVEAOG, MieNOC = KICTKOBHM MO030K). CrnocoOu [1arHOCTHKU
JIeKo3y , BUBYCHHSI Mas3Ka KICTKOBOTO MO3KY BIiepiie Oyino omucano MosnepoMm B
1879 pomi. I, mapemri, B 1900 poui Hereni, 1o po3aiauB jeiiko3u Ha MI€TOIUTAPHI
Ta JIM(OUUTApHI OMUCAB 3JIOSAKICHY KIITHHY TOCTPOrO MIEJIOITHOIO JIEHKO3y —
M1€7100JIaCTH.

Emionocisa, enioemionozis.

IcHyroui Ha CcbOromHi TeOpii BHUHHMKHEHHS JICMKEMIiN CBIT4aTh Mpo
MOJIIETIONOTIYHICTE 1X TOXO/pKeHHsS. byB BusiBieHU# psa (pakTopis, 110 CHPHUSIOTH
BUHUKHEHHIO  TOCTpPOi  JIGMKEMIi-BIUIMB  IIKJUIMBUX  PEYOBUH,  10HI3yIOUYE
BUIIPOMIHIOBAHHSI Ta TCHETUYHUI BIUIHB.

«IIpe-neiiko3Hi» NOPYIICHHS KPOBOTBOPEHHS, TaKi, K MieJIOIUCIIIIACTUIHHMA
CUHIpPOM, Mi€eJonpomiepaTuBHUIA CUHAPOM MOXYTh TMPUBECTH JO TOCTPOi

Mi€J100J1aCTHOT JIeHKeMii; KMOBIPHICTh 3aXBOPIOBAHHS 3aJIC)KUTD BiJl 1X (POPMH.
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[IpoTunyxJMHHY XIMIOTEPANEeBTUYHY MAiI0 MPUHOCATH AJIKUTYIOYl PEYOBUHH,
K1 30UIBIIYIOTH HMOBIPHICTh BUHUKHEHHSI TOCTpPOI MIi€N0OJacTHUM JelkeMii B
HOJAJIBIIIOMY. 3aXBOPIOBAHICTh TOCTPOIO MI€JIO0NIACTHOIO JIEHKEMI€IO TMOB'sA3aHa 3
MOTNIEPEAHIM JIIKYBaHHSAM (XIMIOTepalli€lro IHIIUX IMyXJuH) 3pocrtae. Taki dopmu
nocsratote  10-20% Bixm ycix BumnankiB. HaiiBuiia KHMOBIPHICTh 3aXBOPHOBAHHS
po3ropraeTbesi uepe3 3-5 pokiB michs  Ximioreparii. [Hmn mpemnaparu, 0coOIUBO
eninoao(iI0TOKCUHU Ta aQHTPALUKIIIHU, YCKJIaIHIOIOThCS
NOCTXIMIOTEPANIEBTUYHUMHU JIeHKOo3aMHU. JIEMKO3M TaKOro BHY YacTO IMOSICHIOKOTHCS
cnenu@iuHUMHA 3MIHAMH B XPOMOCOMAaxX JIEMKO3HMX KIITHH. EkcriepuMeHTanbHI 1
KJIIHIYHI JIOCIIJPKEHHSI JIOBOASTH, IO TOCTpa Jehkemis Moxke OyTH BHUKJIMKaHA
TPUBAJIMM  HEKOHTPOJIHOBAHUM  BHUKOPUCTAaHHSM  OyTa/ioOHYy, JIEBOMILIETUHY,
[IUTOCTaTUYHUX TMperapariB, a TaKoXX KOHTAKT 3 (apOamu sKi MICTATH XJIOP,
METHJIETUIKETOHOM, OCH30JI0M, TMecTUlUAaMH. I[CHye CHajKoBO MiJBHINEHA
WMOBIPHICTh 3aXBOPIOBAHHS HA TOCTPY JielkeMiro. IcCHye Benuka KiTbKICTh CIMEMHHX
BUIIAJIKIB, KOJIM 3aXBOPIOBAHICTh MEPEBUIIYBaJia CEPEIHBO CTATUCTUYHY. IMOBIPHICTH
BUHUKHEHHSI TOCTPOi Mi€JoONacTHIN JselikeMii y HaWOMMKIMX POAMYIB XBOPOTO
BTPHUY1 BHUIIIC.

Binomo, 110 Ha TJII TeHETUYHUX MOPYLIEHb, TAKUX AK XBOopoOa [layHa, aHemis
®anxkoni, cunapomu brnyma, Kmaitndensrepa, BickorTa-Onmpiya, criocTepira€thes
MiJBUIIEHA 3aXBOPIOBAHICTh HAa TOCTPY JeiikeMito. Haituacrime ne cunnpom Jlayna,
IpH SIKOMY MMOBIPHICTh FOCTPOI Mi€a00OMacTHIN JeiikeMii nigsuuieHa B 10-18 pasis.
EnigeMionorivHuMu  JOCTIDKCHHSIMHA BCTAHOBJICHO BUHHMKHEHHS CIMEMHOI ToCTpoi
JerikeMil y ogHosiIeBUX O0au3HIOKIB. OHAK, TCHETUYHI MOPYIICHHS O3S IAI0ThCS
SK OCHOBA ISl JICMKEMiHd, 110 PO3BUBAIOTHCS MiJ BIUIMBOM XIMIUYHUX 1 (PI3MUHUX
YUHHUKIB, ONMpOMiHEHHs abo Bipycy. IlpuumHOI0 TOCTpOi Jelkemii Moxe OyTu
HEKOHTPOJIbOBAHUM BIUIMB 10HI3YIOUOI pajiallii, 110 MiJATBEPAKYETHCA 3POCTAHHIM
3aXBOPIOBAHOCTI Cepejl HACEICHHS MiCIsg aTOMHOT0 OoMOapIyBaHHs SIMTOHCHKUX MICT
Xipocimu 1 Haracaki.

BipycHa Teopiss TOXOMKEHHS JeilkeMmiil y NTaxiB 1 TpU3YyHIB JOBelIeHA

BUJIUICHHSIM Bipycy Ipocca mumiei 1 Bipycy Payca kypei, siki 31aTHI 1HILIFOBAaTH
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NyXJUHHUW Tpolec HE TUIBKM Yy iX HOCIiB, a ¥ y MaBm, 1 TpaHchopMyBaTh
TeMOITIOCTUYHI KIIITHHU JIFOIMHU B KYJIBTYpi TKaHWHHA. HayKoBO TOBEJICHO POJIb BipyCy
y BHHHMKHEHHI T-KmTHHHOI Jseiikemii Ta mimpomu bepkiTra y IIOAMHH TpU
MOPYIIEHHI IMYHITETY , 0COOJIUBO, (PYHKITIT MPOTUITYXJIMHHOTO HATJISTY.

PiBeHb 3aXBOpPIOBAHOCTI FOCTPOi MIENOITHOT JIEUKEeMIl 30UIBIIYETHCS 3 BIKOM,
CepenHiii BIK BHSBJICHHS 3aXBOPIOBAaHHS CTaHOBUTH 63 poku. Ha roctpy
Mi€100IacTHY JielikeMito npunagae 0nu3bko 90% BCixX TOCTpuX JEHKO31B Y JOPOCIHX,
y JiTed BOHa 3ycTpldyaerbcs piako. locrtpa wienobnacTHa JeHKeMIis YacTilie
3yCTPIYA€ETHCS Y YOJIOBIKIB, 3aXBOPIOBAHICTD CITIBBIIHOCUTHCSA 5K 1,3 10 1.

IcHytoTh pnesxi reorpadivyHi BIMIHHOCTI B 3aXBOPIOBAHOCTI Ha TOCTPY
MI€JI00IACTHY JIeHKeMit0. Y JOpOCIMX HaWBHINA 3aXBOPIOBAHICTH JTOBOIUTHCS HA
[Tieniuny Amepuky, €Bpony i Oxkeanito, a B A3ii Ta JlaTuHCchbKili AMmepuill BoHa
HIK4e. | HaBmaku, AUTSYa rocTpa Mieao0nacTHa JIEMKeMisl 3yCTpidyaeThCsl pijllie B
[TiBuiuHiii Amepuni 1 B [Haii, HbK B iHIMX dacTrHaX As3ii. 1{i BIAMIHHOCTI MOXYTh
BU3HAYATUCS TCHECTUYHUMH OCOOJMBOCTSAMHM HACEJICHHS Ta OCOOIMBOCTIMU
HaBKOJIMIIIHBOTO CEpPEIOBHUIIIA.

Llamocenes

Ha nanuii wac MOBeACHO KJIOHAJIBHE MOXOMKCHHS MyXJIWUHU. 3JIOSKICHUMHU
KJIITUHAMH TIPU TOCTPiH JIeWKeMil BUCTYTatOTh OJIacTH.

VY HOpManbHOMY remMornoesi 01acTi € He3pUIMMH MONepeTHUKaMU JIEUKOILUTIB;
HOpMajbHI ONacTH TOCTYMOBO JO3piBalOTh, TEPETBOPIOIOYUCHL B HOPMasbHI
neiikonutu. OJHAK, TPU TOCTPiM JIeWKeMii B SIKOMYCh 13 OJIaCTIB HAKOMHYYIOTHCS
TEeHETHYHI 3MiHU, SIKI OJOKYIOTh KJIITHHY B HE3pLJIOMY CTaHi, 3yNMHUHSIIOYH MPOLEC
KITiTiHHOT mudepeniamnii. Cama 1o co01 Taka MyTarlisi He BUKJIUKAE JISHKO3, aJie KOJINA
«3ynuHKa AudepeHiiamnii» MmoeaHyeTbCA 3 THITUMHA MYTAIisIMU, K1 TPU3BOIATH 0
BTpPaTH TEHETUYHOTO KOHTPOJIIO  KIITHH, PE3yJbTaTOM BHSBISETHCS HEKEPOBAHE
PO3MHOMKEHHS HE3P1JIOT0 KIITHHHOTO KJIOHY, 110 BU3HAYAE KIIIHIYHY CYyTHICTh TOCTPOI
JeKeMii.

VY 2008 porri Oyia MOBHICTIO BU3HAYEHA TIOCITIIOBHICTh TEHIB B TEHOMI XBOPOTO

Ha TOCTpy MienoOnacTHy JjeiikeMio. Otpumana 13 neiiko3nux kiituH JIHK Oyna
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nopiBHsiHa 3 JIHK, oTpumanoi 3 310poBOi HiKipyu 1 B JIEHKO3HUX KIITHHAX Oynu
BUSBIICHI MyTallli JEKUIbKOX TEHIB, SIKI paHillle HE BBAXKAJIHUCS TMOB'SI3aHUMH 13
3aXBOPIOBAHHSIM.

Benwka po3MaHITHICT 1 T€HETHYHA HEOTHOPIAHICTH TOCTPOI JeHKeMmil
BUXOAMTH 13-TOTO, LIO JIEMKO3HA TpaHCcopMallis MOKe BUHUKHYTU 0araroeTanHiCTh
mudepentianii krituHU. CydacHi cxeMu Kiacudikaiiii rocTpoi jeiikeMii BU3HAIOThH
dakT 3ajeXHOCTI Teuii JeHKko3y BIJ TOro, Ha SKOMY e€Tami 3ynuHUIacs
nudepeHianis.

[urorenetnynuit anamiz iHQOpMATUBHUN nJsi cyOkiacudikaiii rocTpux
neiikeMiid. PerenbHuil aHami3 J03BONMB 1€HTU(IKYBATH KiIbKa T'€HIB, SIKI TParOTh
IHTErpalibHy POJib B JIEHKEMOTeHe31. Xoua I1Ie MaJjio BUBYCHI (PYHKIIIT ITIX OHKOTEHIB,
MPUITYCKaIOTh, 110 BOHU OEpyTh y4acTh B KOHTPOJII 3a KJIITHHHY mpoiidepallito i
mugepenuitoBadds. CTpYKTYpHI 3MIHM XpPOMOCOM MOXYTh NMPHUBECTU 10 AKTUBALli
OHKOTEHIB 1 MOPYIICHHS KIITHHOTO PEryIIOBaHHS 1 BIAMOBIIHO A0 3JIOSKICHOT
TpaHcgopMmariii.

CrnenndiyHi TUTOTCHETUYHI BIIXWJICHHS BUSBISIOTHCS Y 0ararboXx XBOPHX Ha
rocTpy JelkeMiro. 3MIHM  XpPOMOCOM  TMPOTHOCTUYHO 3HAYMMi. XPOMOCOMHI
TPAHCJIOKAIlll KOAYIOTh CHHTE3 TriOpiiHUX OulKIB, Haiuacrime, (HakTopiB
TPAHCKPUIIII - JomoMiXHUX OinkiB - mnomiuyaukiB PHK-momimepasu, 3miHeHi
BJIACTHUBOCTI SIKMX MOXYTh IPUBECTH JI0 3yITUHKHU JUdepeHIiiatii.

KitiH14HI IpOSBH 1 CUMIOTOMH TOCTPOI J€HKEM1i BHHUKAIOTh TOMY 110, KJIITUHU
JICMKO3HOTO KJIOHY TOPYIIYIOTH JISUTBbHICTh HOPMAJIBbHHX KJITHH 1 TParHyTh
BUTICHUTH iX 3 KICTKOBOro MO3Ky. lle mnpu3BOOuTH A0 HEUTpOIEeHii, aHeMii 1
TPOMOOIIMTOIICHII, IO HAWYacTille BH3HAYA€ CHUMIITOMH TOCTpPOi Jekkemii. VY
naToreHesi JeKeMii BaKIIUMBY pOJib IPaloOTh MPOIIECH METACTa3yBaHHS CTOBOYPOBHUX
KJIITUH, 100 MYTYBajH, IKI MOXYTb IEPEHOCUTHUCS 1 IMIUIAHTYBaTHCS Ha CTajli SK
TOOPOSKICHOTO, TaK 1 3JIOSKICHOTO PO3BHUTKY. Po3MimryBaTucsi y pi3HHX OpraHax i
TKaHWHAX, KJIITHHHA, [0  MYyTyBaJld, JalOTh  [OYaTOoK  (HOpMyBaHHIO

EKCTPaMEIyJIIPHOTO BOTHHUINA KPOBOTBOPEHHS, IO KIIHIYHO MOXE TMPOSIBISITUCS
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remato- 1/abo cruieHoMeraliero, JiMdoaseHomnariero, JeHKkeMigaMu Ha IIKipi,
HEHpoJIeHKeMI€IO Ta 1H.

VY okpemMux BUIMAJIKaX y XBOPUX PO3BHBAIOTHCS XJIOPOMH - IIIIBHI MyXJIWHU 3
JIEWKO3HMX KJIITHH 32 MEXKaMH KICTKOBOTO MO3KY, SIKI MOXYTh BHUKIHUKATH Pi3HI
CUMIITOMH 3aJIEKHO B1JI JJOKa13ari.

Knacugixayia cocmpoi netikemii

Knacudikamis roctpoi JneiikeMii oOrpyHTOoBaHa Ha  MOP(QOJIOTTYHUX,
HUTOXIMIYECKUX, IMMYHO(EHOTHUIIIYHUX Ta LUTOTCHETUYHUX XapaKTEPHUCTHUKAX
KJI1iTHH. HalyacTie BUKOPUCTOBYIOTh KJIacU(IKaIlilo TOCTPOi JeHKeMii - 11e TaBHS
dbpanko-amepukano-oputanckas (1976 ®AbB) cuctema i1 cydacnima cucrema BOO3.

Ha migcraBi MopdosoriyHUX Ta MHTOXIMIYHHMX O3HaKaxX JiarHo3 TOCTPOi
JeiikeMii BCTAHOBIIOIOTh, Koiu Oubiie 30% KIITHUH KICTKOBOTO MO3KY SIBISIIOTHCA
Onactamu. Ycs roctpa JeikeMis IIITUThCS Ha 2 OCHOBHI IPYIIU:

- JlimpobnactHa neikemis;

- MienoGnactHi neikeMii (HemmpoOIacTHI).

[{uToximMiuHa OLiHKa OJaCTHUX KJIITHH MPH PI3HUX BaplaHTaX rocTpoi Jaeiikemii
Ma€ XapakTepHi O3Haku. Y jJimMpobiacTax peakxilis Ha MIEJIONEPOKCHIa3y Ta JIIIu
(cynan yopnuii B) HeratuBHa, PAS- peakiiiss Ha BMICT DJIIKOT€HY - o3uTUBHA. [Ipu
M1€J100IACTHOM JIeiikeMii peakilisi Ha Mi€JONepOKCHaa3y 1 JImiau mo3uTrBHI, a PAS-
peakKilisi HeraTuBHa.

FAB knacugbixayia cocmpoi muenobnracmuoti netikemii

HesBaxatoun Ha mnepeBaru kiacudikamii BOO3, FAB xnacudikaris mgoci
HIMPOKO 3aCTOCOBYETHCS. 3TITHO HEl, ICHY€ JIEB'SITh MIATUIIIB TOCTPOi Mi€J00IACTHOI
neiikemii Big MO mo M8, rpyHTYOUNCh Ha TUTIAX KJIITHH - TONEPETHUKIB JICHKOIIUTIB,
1 Ha Mipi 3pUIOCTI 3MIHEHUX KJIITUH. BHU3HAUCHHS 3JI0SKICHUX KIIITHH MPOBOJATH Ha
NiJCTaBl 30BHIIIHIX O3HAaK MNpPH CBITJIOBIA MIKPOCKOIII 1/a00 HLHUTOr€HETUYHOMY
aHaJi3i, BUSBIISIOUM 3MIHH, IO JISKATh B OCHOBI BIIXWUJIEHb, B XpOMOCOMax. Y Pi3HUX
MIJBUAIB TOCTPOi Mi€a00JacTHON JieikeMii pI3HUHW TPOTrHO3 1 BIJANOBIAL Ha

JKyBaHHS.
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Jlo mepepaxoBaHUX MiITUITIB BITHOCUTHCS TOCTPA MIEIOOIACTHA JIEHKeMIsl, 110

He BXoauTh B kiacudikamniro BOO3 3a BkazaHUMU IUTOTEHETUYHUMH KPUTEPISIMH.

. MO miHiManbHO-TUGEPEHLIIHHUN TOCTPUIA M1€TOOTACTHHUM JEIKO3
. M1 roctpuii MienoOnacTHUM Jeiko3 0e3 103piBaHHS
. M2 roctpuii mienobnacTHUM Jeiiko3 3 mo3piBaHHaM t (8;21) (q22;922), t

(6;9)

. M3 roctpuii npomienorutapuuii aeikos (OILI) t (15;17)

. M4 roctpuii MietoMoHoUTapHUM Jieliko3 inv (16) (p13g22), del (16q)

. M4eo rocTpuit Mi€JIOMOHOIIMTAPHUN JIEHKO3 3 €03MHOMLITIEI0 KICTKOBOTO
MO3Ky inv (16), t (16;16)

. M35 roctpuii MoHOOMAacTHUI Jieiko3 (MSa) abo rocTpuii MOHOITUTAPHMIA
neriko3 (M5b) del (11q), t (9;11),t (11;19)

. M6 rocTpuil epUTPOINHUM JENKO3, BKIIOYAIOUU TOCTPUM EPUTPOIEHUKO3
(M6a), myxe piIKICHUH TOCTpUN YUCTUN epuTpoimHmii neiko3 (M6b), rocrpuii
3MIIIAHUHA ePUTPOIICHKO3 1 YUCTUN epUTPOiTHUH Jeitko3 (M6c)

. M7 rocTpwuii MmerakapiobmacTHUM eiko3 t (1;22)

Knacugixayia cocmpoi mienobnacmmuoi nevixemii 3a BOO3

Cucrema knacudikaiiii roctporo mienoinHoro jerkosy no BOO3 po3pobiiena 3
ypaxyBanHsiM cucreMu ®ADB, mae Ha MeTi e(eKTUBHIINIE KIIHIYHE 3aCTOCYBAHHS 1
BpPaxOBY€ HAHOUIbIII MPOTHOCTUYHO 3HAYMMI O3HAKH 3aXBOPIOBAHHS.

1liosuou cocmpozo mienoionozo netikosy no kaacugikayii BOO3:

. Toctpa mienobnacTHa neiikeMist 3 XapaKTEepPHUMU T€HETUYHUMHU 3MIHAMU

. [octpa MmienoOmactHa neilikeMiss 3 MYJIBTUJIIHIAHOKO auciuiaziero. Llei
MiJBH BKJIIOYAE XBOPHUX 3 IIONMEPEAHIM MIEJIOAMCIUIACTHYIHUM CHHAPOMOM a0o
MUETONPOTiDepaTuBHOIO  XBOpoOOr  abo0 3 XapakTepHUMH  JUIi  HHUX
UUTOTEHETUYHUMHU  3MIHaAMU. YacTime 3ycTpiyaeTbCs y JITHIX JIIOAEH Ta
BIJIPI3HSETHCS] HECIIPUSTIUBUM MPOTHO30M.

. [TlinBuaum roctpoi wmienoOnacTHOT JiedikeMili 1 MI€JOAUCIUIACTUYHUN
CHUHApPOM, TIOB'SI3aHI 3 TMONEpPEAHIM JIIKyBaHHSAM Ximiompenapatamu 1/abo

IIPOMEHEBOIO0 Tepalli€lo, MICs SKUX BUHUKAE TOCTpa MieslobiacTHa Jielikemis 1/ab6o
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MIEJIOIUCIUIACTUYHUN ~ CHHJIPOM, MOB'sI3aHI 3 TONEpPeAHIM  JIIKyBaHHAM
ximionpenapataMyd 1/ab0 TNPOMEHEBOIO Tepami€ro, Michs SKUX BHHHKAE TOCTpa
Mi€I00IacTHA JeKeMis 1/a00 MieTOMUCIIIIAaCTUYHNN CUHIApoM. [Ipu nbomy meiikosi
MOXYTh OyTH XapakTepHI 3MIHM B XpOMOCOMax, MPOTHO3 IMPU HUX 4acTo OyBae
TIPIINNA.

. HesBuuaiini (heHOTUIIN TOCTPOTO MI€TOITHOTO JEHKO3Y.

Mopdosoriudi miATUIIA TOCTPOi MI€TOOJACTHOI JeHKeMil BKIIFOUYaOTh Oararo
BUKJIFOUYHO PiJKICHUX IMATHUITIB, SKi HE BKItO4YeHI B kiacudikamiro @AB. Yci Bonu, 3a
BUHATKOM TOCTPOTO MIEJOUIHOTO JACHAPUTHOKIITUHHOTO JIEMKO3y BKIIIOYCHI B
knacudikamniro BOO3. ¥V crnucky HUX4Ye repepaxoBaHi 1l MATHUIIH.

Toctpuii 6a30¢insHUN JTEHKO3

TocTpuit eo3uHOPiNBHUN JTEHKO3

T'ocTpuil TyYHOKJIETOUHHUH JIENKO3

Toctpuii MienouaHUIA TEHIPUTHOKIIITUHHANA JIEHKO3

TocTpuit nanmiesos 3 Mieaoghiopo3om

MienoinHas capkoma.

Iliosuo «mienonponighepamusni  3axeoprosanus, nog'azaumi 3 Cunopomom
Hayna» BKJTIOYAE XBOpHUX AK 3 KOPOTKOYaCHUMU (MUHYIITUMU )
MienonposiepaTuBHUMHA CTaHaMH Ha T cuHApomy JlayHa, Tak 1 3 TOCTpOIO
Mi€s100J1acTHOO JielikeMiero Ha ¢oH1 cuHapomy JlayHa.

ByBaroTh Taki MiABUAM TOCTPOro JIEWKO3y, NPU SKUX 3MIHEHI JIEWKOLUTH
HEMOXXJIUBO BHM3HAUUTU SK JiMporuth abo TpaHyaoHUTH, a00 KOJIU MPHUCYTHI
3JI0SIKICHO 3MiHEHI KIITUHH 000X pocTkiB. Taki Jelko3un 1HOAI Ha3UBaIOTh
01(€HOTUITOBUMH TOCTPUMH JICHKO3AMH.

FAB-knacughixayia cocmpux nimgooracmuux netikemit

L1 - wMam mimdpobracty 3  BUCOKUM  SIACPHO-IIUTOIIA3MATUUHUM
CHIBBIHOIIEHHSIM, 3 SJIPOM MPaBUIBHOT (HOPMU;

L2 - Ougpme rereporeHHi aimM(GoOJacTH 3 BEJIMKOK KUIBKICTIO 011101

IUTOIUIa3MH, HETIPABIIIbHOT (POPMU SIAPOM;
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L3 - Benuki nimpobnactu (ax mpu aiMmdomi bepkitra) 3 siApomM HeNpaBUIBLHOT
(dbopMH, BETUKOIO BHPA3HOIO HYKJICOJIOKO 1 BAKYOJIi30BaHOIO ITUTOILIA3MOIO.

Ivynono2iunul henomun 1euko3Hux Kiimun npu B-kaiimunnuiu 2ocmpiu

aimpobracmuin 1euxemii

AHTUTEH Jlimpoinna [Ipe-npe-B | 3aransauii | Ilpe-B | Jdozpimi

KJIITHHA-TIOTICPETHU B B
K
TdT + + + + -
HLA-DR + + + + +
CD34 + + 1 - -
CDI19 - + + + +
CD79a - + + + +
cyCD22 - + + + +
sCD22 - - + + +
CD24 - + + + +/-

CD72 - + + + +
CD10 - - + + -
CD20 - - - + +
cylgM - - - + +
slgM - - - . +

ImyHon02TUHUU henomun etuKkemMiYHUX KI1ImuH
npu T-knimunniu 1711

Anturen | Jlimboingna | Ilpe-npe-T | Koprukanehi |  Menynsapsi Jo3pim
KJIITUHA-TIO TUMOITUTH TUMOITUTH T
MEPETHUK

TdT + + + + +
HLA-DR + + - - -
CD34 + + -/+ - -
CD7 - + + + +
cyCD3 - - -~ - -
CD5 - + + + +
CD2 - - + + +
CD1 - - - + -
sCD3 - - - - +
CD4 - - +/- +/- +/-
CDS8 - - +/- +/- +/-
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Ipumimka: - BIICYTHsI €KCIIPECisi aHTUTEHA; -/+ - eKcIipecis anTureHa y Menbiie 50%
XBOpUX; +/ - - eKCIpecis aHTUTeHa y OUTBIIOCTI XBOPHUX; + - €KCIpEecis aHTUTCHa
3aBXK]IM TTO3UTHBHA

locmpa nimghobnacmua neiikemis 3a knacugixayicro BOO3 (2008) cnivpaeTbes

Ha OHTOreHe3 1 OiojoriyHi BrmactuBocTi KiiTUH. Cepen miarumiB miHii B a6o T
BUJIUIAIOTECS (DOPMHU XBOPOOH, sIKI 1IEHTH(IKOBaHI T€HETUYHO 1 MOJIEKYJISIPHO, a Y
HIMX poboua HazBa "HekiacudikoBani roctpi jiMm@oOnactHi nelikemii". dopma
bepkitra € neiikemizariero niMpomu bepkitra, mo HUHI KIaCHUQIKYETHCS, SK
HOBOYTBOPEHHS 3 103p1uX B-niM@ouuris.

Jiacnocmuxa

3MiHU CITIBBIJHOIIICHHS KJIITUHHUX €JIEMEHTIB B 3arajbHOMY aHaji3i KpOBI -
nepiie, o MPUXOAUTh Ha JYMKY IIOJI0 MOXJIMBOCTI rocTpoi Jedikemii. HaiOubin
YaCTUM BUSBIISIETHCS JICMKOLIMTO3 - HIABUILEHHS 3arajibHOI KIJIBKOCTI JIEUKOIIHUTIB, 3
MOsIBOI0 O1acTHUX (OPM, «JICUKEMIYHHUM IPOBAJIOM» - BIJICYTHICTIO JTO3PIBAIOYMX
HEUTPOPLIIB (MPOMIETONUTIB, MIEJIOLUHUTIB, FOHUX (POPM), HA BIIMIHY BiJl XPOHIUHOI
Mi€noinHO1 Jeiikemii. Amne OyBae Tak, IO TOCTpa JEHKeMis MPOSBISETHCS
130JIbOBAHUM 3HUKEHHSIM TPOMOOIUTIB, €PUTPOLIUTIB, & KIIBKICTh JEHKOLUTIB MOXE
BUSIBUTHUCS] HABITh 3HMKCHOIO (JICMKOTIEHIS) - aJeiiKeMiuHa CTajlis TOCTPOi JeikeMii,
KOJM pa3oM 3 TMPOSBOM NPUTHOOJEHHS HOPMAJbHOTO KPOBOTBOPEHHS JIEMKO3HI
KJIITUHY 1€ He "BUMNUIU" 3 KICTKOBOIO MO3KY B NepudepuyuHy KpoB, 1110 HEOOX1THO
nu(dEepeHITioBaTH 3 TIMOIJIA31€I0 KPOBOTBOPEHHS, MI€JIOJUCIUIACTHYHUM CHHAPOMOM
(pedpakTepHOIO aHEMIETO).

JlJis 0CTaTOYHOTO MiarHO3y MaroTh OyTH BHSIBIIEHI 3MIHHU , IO BIiANOBIJAIOTH
rOCTpii JIelikeMii B aHai31 acmipaliiiHoro 0ionTary KiCTKOBOTO MO3KY (CTepHaJIbHA
nyHKIisl) - HasBHICTE 30% 1 Ouiblie  OMACTHMX KIITHH, MPU BUCOKIM HOro
KJIITUHHOCTI.

KicTkoBuif MO30K 1 KpOB JOCHIIKYIOTh CBITJIIOBOIO MIKPOCKOITIE€IO 1 TOTOKOBOIO
nuTOMETpier0  (IMyHO(EHOTHITyBaHHSA)  JJIs  BCTAHOBJEHHS  JIarHO3y 1
nudepeHIlitoBaHHS BapiaHTIB rocTpoi jeikemii. [{uToximMiuHi GapBHUKU IS Ma3KiB

KpPOBI 1 KICTKOBOT'O MO3KY BHUSBIIAIOTHCS AYXE€ KOPUCHUMHU i TUdepeHUiaNbHOl
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JIarHOCTUKH TOCTPOi MieobmacTHoi 1 mimMdoOmacTHO neiikeMii Uil BHIUICHHS
M1JTUITB TOCTPOi MI€T00JACTHOI JIeHKeMIl.

3pa3ok KpoBli a00 KICTKOBOTO MO3KYy TIEpEBIpAIOTh Ha MPHUCYTHICTh
XpPOMOCOMHHX TpaHCJIOKAlli 3BUYAHUMHU IIUTOT€HETUYHUMH 3aco0aMu, abo
3acoboM QuiyopeciieHTHOT  riOpumizamii «in situ». [eHeTHYH1 AOCHIIKEHHS
MIPOBOISTH JJI BUSIBJICHHS! XapaKTEPHUX MYTalliid, SIKi MOKYTh BIUIMBATH Ha mepeoir
3aXBOPIOBAHHS.

VY mi1aHOBOMY MOPSIKY MPOBOIATE O10XIMIYHE JOCIIKEHHS KPOB1 (HUPKOBUH,
MEYIHKOBUM KOMIUIEKC, JaKTaTAETiAporeHa3a, CceuyoBa KHUCJIOTa, TPH TOCTpii
niMdoOnacTHIN JeHdKeMii eJEKTPOIITH KPOB1), Koaryjiorpama.

Ro-rpamy oprauiB rpyaHoi kimiTku, Y3J[ opraHiB 4epeBHOI MOPOXHHUHH,
Majoro Taszy, 3a0YE€PEBMHHOTO MPOCTOPY, IOCHIKEHHS IUTO3Y CIHHUHOMO3KOBOI
piavHM (A7 BUKIIOYEHHS HEUpoJeikemii) € 000B'I3KOBUMHU TPH Mi03p1 HA TOCTPY
aiMpoOIacTHy JIEWKEeMil0, MOHOLMTAPHOTO MIATHILY TOCTPOi MIi€I00IacTHOT
Jerikemii. BimoBiiHO 10 MIMPOKO BUKOPUCTOBYBAHUX KpuTepiiB kiaacudikaiii BOO3
JarHO3 TOCTPOi MIEIOOIACTHOT JICHMKEMii BCTAHOBIIOETHCSI Y TOMY BUMAJKY, SIKIIO B
KpOBI 1/a00 KicTKOBOMY MO3Ky Ouiibiiie 20% KIITHH MpeCTaBICH1 M1€100IacTaMH.

Minivanrsnumu 0ia2HOCMUYHUMU KDUMEDIAMU €:

® HasBHICTh MaNU4OK (Tineub) Ayepa y 6nactax (Mamn. 7);
® HAsSBHICTh BHCOKOI aKTHBHOCTI XJOopalerarecrepasu 1 HecnenudigHoi ecTtepasu

P [MUTOXIMIYHOMY JTOCIII>KEHHI.

Man. 7. Ctpinkoro mokazaHa nmajudka Ayepa npu rocTpiid MienoOaacTHiM neiikemii
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[Ipu imyHOdEHOTUITYBaHHI 3 BUKOPHUCTAHHSM MOHOKJIOHAJIBHHX AHTUTII Ha
MOBEPXHI KIITHH TIOBUHHO BHSBJISATHCS 2 a00 OIble MIENOIIHUX MapKepiB 1 HE
Oupie 2-x mimMdoinHux MapkepiB. JliarHOo3 TocTpoi MienobaacTHOI jeikemii 3
MiHIMAJIbHUMH  O3HakamMu  naudepenmioBanas (MO  BapiaHT) 1 TOCTpPOro
MerakapioOnacTHoro Jeiko3dy (M7) BHCTaBISIIOTH MpU €Kchpecii Ha OJacTHUX
KIITHHAX CICIU(IYHUX SIS HUX aHTUTCHIB.

OCKUIbKM TOCTpPUM TPOMIETOUUTAPHUN JIEHKO3  BHUMArae yHIKaJbHOTO
JTIKyBaHHS 3 BHUCOKOIO e(eKTHBHICTIO. [[y)ke BaXIMBO MIBUAKO MIATBEPAUTH a0O0
BIIKUHYTA L€ JIEHKO3 13-3a CTPIMKOTO PO3BUTKY TE€MOpPAriyHUX YCKIJIaIHEHb
CHUH/IPOMY TUCEMIHOBAHOTO BHYTPIIIHBOCYIMHHOTO 3ropTaHHs. [[ms 1mporo vacrto
BUKOPHCTOBYIOTh (DIIFOOPECIICHTHY TiOpHai3alliio «in situ», BUKOHaAHY Ha KPOBi abo
KICTKOBOMY MO3KY, OCKUIbKH HEIO JIETKO BUSBISETHCSA XPOMOCOMHA TPaHCIOKAIis
(t[15;17]) cneuudiuna 1151 TOCTPOTrO MPOMIETOLUTAPHOTO JICUKO3Y.

JliarHOCTUYHE 3HAYCHHS Ma€ MOJICKYIIPHO-010J0TIUYHE JOCIIKCHHS KIITHH
KICTKOBOIO MO3Ky Ta TnepupeprudHoi KpoBl 3 BU3HAYEHHSM TPAHCKPHUITIB
AMLI1/ETO, CBFB/MYHI11, PML/RARa. Ilpu GioXiMigHOMY JOCIIIKEHHI MOXKYTh
OyTH MiJBUIICHI PIBHI CEUOBOI KHCIIOTH, JIAKTATACT1IPOTeHA3H.

TocTtpy wMienobmacTHy JeHKeMilo CiIija  peTenbHO AudepeHIioBaTd Bl
MI€JIOIUCTUIACTUYHOTO CHUHJPOMY a0o0 MienonpoiiepaTUBHOIO CHHIPOMY, SIKi
JKYIOTHCS TTO-Pi3HOMY.

Jiarao3 roctpoi niM¢oO6IacTHOI JIeKeMii BCTAaHOBIIOETHCS 3a HAsBHOCTI B
acripari KICTKOBOIO MO3KY, Yy psAll BUNAJKIB B nepudepuuHiii kposi 20% 1 Ouiblie
mimpobnacTiB. MiHIMaIbHUMU JTIarHOCTUYHUMHU KPUTEPISIMU €: HETaTUBHA PEAKIIS
Ha MIEJIONEPOKCHIa3y 1 Hecneuu@iuHy ecrtepasy, MO3UTHBHA peakilis KIITHH Ha
TePMIHATBHY JI€30KCHHYKJICOTHA TpaHcdepady. [lpu iMmyHOdeHOTHITYBaHHI Ha
MOBEPXHI KIITHH MOBUHHO BUSBIATHCA 2 a00 Ouibine JiMPOimHMX MapkepiB 1 He
OutplIe 2-X MIETOIAHMX MapKepiB. J(OHIIbHO BUKOPHUCTATU SIK LIUTOXIMIYHE, TaK 1
IMyHO()EHOTHUIIOBE JTOCTIPKCHHS JJI1 YTOUYHEHHS BapiaHTy roctpoi JiMdoobractHOl

JIerKemii.
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JliarHOCTHYHE 3HAUYCHHS Ma€ MOJICKYIAPHO-010JI0TIUYHE JOCHIKCHHS KIITHH
KI3KOBOTO MO3KYy 1 nepudepuyHoi KpoBlI 3 BU3HAYEHHSIM TpaHC Kpunty bcer/abl,
peapamxkupyBanas TCRo/f abo 9, TCHIB BaXKWX 1 JIETKWX JIAHIIOTIB
IMyHOTJ100YJT1HIB.

Kniniuni ocoonueocmi nepebicy eocmpux Mic10ioHux 1euKkemit

Kimiaigal 1posiBU TOCTPOi MI€IOIHOT JIeHKeMii MOB's3aHl 13 3aMIMIEHHIM
HOPMAJIBHOTO TIeMOIoe3y JICHKeMIYHUMHU KJIITMHAMH 1 PO3BUTKOM aHeMii,
HEUTponeHii, TpOMOOIMUTONEHII 3 BIJMOBIAHOIO CHMIITOMAaTHKOIO, a TaK CaMoO 3
JEHKEMIYHOIO 1HOUIBTPAIIIEI0 HE KPOBOTBOPHUX OPTaHiB.

Henocrarne yTBOpeHHsI TrpaHY/IOLMTIB, JIM(OLUUTIB, MOHOIIUTIB OOYMOBIIIOE
BHUCOKY CIIPUHHSATIMBICTH XBOPOTO A0 1H(EKIIIH - MONpH Te, M0 JECHKEeMIuHI KIITHHU
MOXOJISATh BiJ] MOIEPETHUKIB JIEHKOIUTIB, 3aTHICTh MPOTUCTOATH 1H(PEKISAM Y HUX
BIJICYTHS. PaHHI O3HAaKM TOCTPOi MI€NOOIACTHOI JeiKkeMli 4acTo HEBU3HAYEHI 1
HecrienudivHi, 1 MOXYTh OyTH CXOKMMH Ha O3HAaKU TPUMY. 3HUKEHHS KIJTBKOCTI
EpUTPOLUTIB (aHEMis) MOXKE BUKJIMKATH BTOMY, OJIJICTh, 3aJMIIKY, CEpLEOUTTS.
Hecrasa TpoMOOIUTIB NPU3BOAUTH JO TOMIKO[DKEHh IIKIPH 1 IiJBHUIIECHOT
KPOBOTOYUBOCTI.

[TouaTok TmpoOsABY 3aXBOPIOBAHHS MOXE OyTH TOCTPUM, 3 I1HTOKCHKAIIIEIO,
KPOBOTOUMBICTIO, 1H(EKIIHHUME yckiagHeHHsaMH. CHoOHTaHHA KPOBOTOYHMBICTH
CIIM30BHX OOOJIOHOK, Y KIHOK TpUBaJl MEHCTpyarlii. [HO/I 3aXBOpIOBaHHS IMPOTIKa€e
0€3CUMNTOMHO, 1 JIEHKO3 BUSBISETbCS 3arajbHUM aHaAII30M KpOBI B X0l
PO ITAKTUIHOTO OTIISATY.

CmieHo- 1 remaroMmeraiis BHSBISIIOTBCS MEHII HDK y 25% XBOopuX, ajie
3a3BUYail BOHU HE3HAYHI 1 0€3CMMNTOMHI. 30UTbIICHHS JTIMGOBY3IIB MPU TOCTPIN
Mi€JI00JIaCTHIM — JIeHiKeMii  TparuisieThess HEYacTo, Ha BUAMIHY BIJ TOCTPOIi
aiMmdoOnacTHol nelikemii. [H@iapTpallis OnactaMu HE OOMEXKYETbCS KICTKOBUM
MO3KOM, a MOX€ CIIOCTEpIiraTucs y Oyab-sKuX BHyTpilIHiX opranax. ¥ 10% BumanakiB
PO3BUBAIOTHCS 3MIHM LIKIPYU Y BUDISAL YIIUIbHEHb (XJIOpoM). 3pijika IpH TOCTpii
mienobnactHi neiikemii BuHukae Cunapom CBiTa, BiH ke NapaHEOIIACTUYHUN

CUHIAPOM - 3allaJICHHA IIIKlpI/I HaBKOJIO YPpaXXCHHUX XJIOPOMOIO ,Z[iHHHOK.
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CnocrepiratoTbcsi  METa0OMIYHI  TOPYIICHHS, OOYMOBIJICHI JIEHKEeMIYHUM
nporiecoM. MOXyTh PO3BUBATHCS BEJIMKI MyXJIMHU, TaK 3BaHi TpaHyJOLUTapHI
capkomu. YacTimie BpakaloTbCs MIKipa, KICTKH, OCOOIMBO rpyauHa, pedpa, odi, ane
I'PaHYJIOLMUTAPHI CAPKOMH MOXKYTh JIOKaJI13yBaTUCS 1y Oy/Ib-sIKUX 1HIIUX OpraHax.

[TopyieHHst TUXaHHS y XBOPUX TOCTPO MI€JOOJACTHOIO JIEUKEMIEK 4acTo
noB'si3ade 3 iH(ekmie. [Ipyu BenuKiid KITBKOCTI MUPKYIIOOUUX OJACTHUX KIIITHH B
kpoBi (Outbme 100 000 B 1 M) MOXYTh PO3BHBAETHCA JUCIIHOE 1 TIMOKCEMIS
BHACIIOK JIEMKOCTa3y B Kamiifgpax JiereHb. AHEMis MOXE MPHU3BOIUTH 0
muchyHkii cepisi. BHacminok TpoMOOIMTONEHIT YacTO PO3BUBAIOTLCS TeMopparii Ha
CITKIBIII OKa.

ITpomienonurapHuii IT1ITHIT rocTpoi Mi€J1001aCTHOT aerkemil
XapaKTePU3YEThCS OIMCKAaBUYHUM TMEpediroM 3 PO3BUTKOM TOCTPOTO CHHIPOMY
JUCEMIHOBAHOTO BHYTPIIIHbOCYIMHHOTO 3rOPTaHHS, 10 BUMAarae CBOE€4acHOro MOro

BUSIBIICHHS Ta JIIKYBaHHS, NTepe10aueHnX O€3MMOBOPOTHUX FeMOPAriYHUX YCKIATHEHb.

Kniniuni ocoonueocmi nepebizy 2ocmpoi aimgobracmuoi aenuxkemii

Kuminignai nposiBu roctpoi giMdoOracTHOT JieiikeMii OB’ 13aHi, SIK 1 PU TOCTPii
M1€100NACTHIM JIeHKeMii, 13 3aMIIIEHHIM HOPMAaJbHOTO T€MOIOE3y JEHKEMIYHUMU
KIITHHAMHA Ta PO3BUTKOM aHeMii, HEHUTpOIeHii, TPOMOOIUTONEHII 3 BiJIMTOBITHOIO
CUMIITOMaTUKOIO, a TaK camMoO 3 JIEWKeMIYHOIO 1H(UIBTpali€cl0 HE KPOBOTBOPHUX
oprasiB (4acTillle BpaXa€eThCs MIKIpa, LIEHTPaJbHAa HEPBOBA CUCTEMA, S€YKA).

Kiminiuai o3Haku: 3arajibHa ciaa0OKICTh, BTpaTa MacH Tijla, JUXOMaHKa, HIYHA
NITIUBICTh, 3a3BUYAl 3'SBISIOTHCS 3a JCKUIbKA THXKHIB JI0 BCTAHOBJICHHS J1arHO3Y,
ale BOHM MOXYTh OyTHM HE IyX€ BHpaXeHMMHU. bimp B KICTKax 1 cymiodax
criocTepiraeTbes dYactime y giTed. [HekiiiHi 3axBOPIOBaHHS 1 TeMopariyHun
CUHAPOM BH3Ha4atoTb B 1/3  xBopux. 30UIbLIEHHA JIM(ATUYHUX BY3JIB,
CIUICHOMETadisi 1 TremaToMeraiiss 3yCTpiualoThCsl YacTillle, HDK TMPU TOCTPIH
MienoOnacTHIM seiikemii. J{eO0T 3axBOprOBaHHA MoOXE€ OyTH TOCTPUM Y BUIVISIL
HEKPOTUYHOI aHT1HH, BHCOKOI JIMXOMAaHKHU (JeMKO3HAa IHTOKCHKaIlisi) Oe3 O3HaK

3allaJICHHA, BUPAXKCHOIO I‘GMOpaFi‘{HOFO CUHIAPOMY.
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[Ipu pentreHorpadii opraHiB TPYIHOI KIITHHUBHUSABISIOTH PO3IIUPEHHS
cepenocTinHsg 'y 15% xBopux. VYpaxkeHHsS JEHKO3HUM IIPOIECOM IIEHTpaIbHOT
HEpBOBOI cucteMu croctepiraetbess B 5-10% BumankiB. Haifuactime g0
naTojiorigyHoro mpoiecy 3anydarotbes VI 1 VII mapu yepennux HepiB. ['omoBHMIA
Ou1b, HynOTa, OMIOBOTa BUHUKAIOTh BHACHIAOK 1HQLIbTpawlii TBEpAOI MO3KOBOI
obononku Omacramu. Ilpu 11bOMy MOPYIIyETHCS BIATIK CIIMHHOMO3KOBOI PIIMHU 3
M1JBUIICHHSAM BHYTPIIIHbOYEPETHOTO TUCKY. KiTbKICTh JEHKOIUTIB 3HUXKEeHA y 1/3
XBOpUX, HOpMaJbHa a00 TOMIPHO 301IbIIEHA Yy TMOJOBHHU XBOPUX TOCTPOIO
mimpobnacTHOO Jeiikemieto, 1 Jume y 16% Moxke crocrtepiraTucs 3HAUYHUN
JIEMKOLIUTO3 HAa MOMEHT BCTAHOBJICHHsSI JiarHo3y. Mipa HeWTponeHii, aHeMmii,
TpoMOoIuTOIIeHii Bapitoe. [Ipu rocTpiii nelikeMii MBUAKICTh 3CIIaAHHS €PUTPOIUTIB

3a3BU4ail 301IblIeHa, ajie MOXKe OyTH 1 HOPMaJIbHOIO.

Cmaoii 2ocmpux renukemin

I. TIlouaTkoBy CTait0 AIarHOCTYBaTH MPAKTHYHO HE BIAETHCS.

[I. TIlepmmii rocTpuil mepiof 3aXBOPIOBAaHHS - XapaKTEPHU3YETHCS 3HAUHUM
INPUTHIYCHHSM KPOBOYTBOPEHHS, BUCOKMM OJIACTO30M B KICTKOBOMY MO3KY (Oi/IbIIIe
30%).

III. KicTkoBOMO3KOBa peMicisi - 1€ CTaH, IPU SKOMY B ITyHKTaTi KICTKOBOTO MO3KY
3HAXOAATh He OuTbie 5% OJacTHUX KJIITHH, 3arajibHa KUIBKICTh JIM(POITHUX KIITHH
cknanae menie 40%. DkcTpamenyuIIpHi JIeWkeMiuH1 mpoiideparu BiICYTHI.

IV.  OpyxaHHsSM BiJ rOoCTpoOi JeiikeMii BBaXKalOTh PEMICIIO BIPOJOBK S5 POKIB 0e3
pelUIUBIB.

V. PeuuauB - TOBEpHEHHS O3HAK TOCTpPOi Jeikemii, sKuil Moxe OyTu
KICTKOBOMO3KOBHUM 200 M03aKiCTKOBOMO3KOBHUM.

V1. TepmiHanpHa cTajid - MOHATTS YMOBHE, BIJOMBA€ Cy4acHi TepaneBTHYHI

MO>KJIUBOCTI 1HKYpaOeIbHUX CTaHIB MyXJIMHHOI IPOrpecii.
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IIpoenocmuyni YUHHUKU 321010 yumoceHemuyrHux AHOMANIL npu cocmpux

AIMBDOOIACMHUX JIeUKEMIAX

daxkrop O3Haky HU3BKOTO pU3HUKy |O3HAKH BUCOKOTO PU3UKY

Bix Monomuti (< 35 pokiB) Crapmmii Bik (> 35 pokiB)

[utoreneTnyHmii/ Hopmanbeuuii qunnoinuuii |t(9;22)/BCR-ABL

MOJIEKYJISIPHO- a00 TinepauIIoi IHUN t(4;11)/ALL1-AF4
T€HETUYHUN KapioTHII t(1;19)/E2A-PBX1
PiBeHb nelKonuTiB <30 r/n > 30 r/n (B-niniitauii)

> 100 r/n (T-niniitHui)

ImyHnodpenorun Koprukaneuuii [Ipo-B-roctpa nimdoobnactHa
T-roctpa mimpoodnactaa |neiikemis (CD10-)

nerikeMist (CDla+t) [Ipe-/npo-T-roctpa
nimpobIacTHa JeKemis
(cyCD3+)

3pimuii T-roctpa mimpobiacTHa

nerikeMist (CDla-, sCD3+)

Yac 1oCATHEHHSI <3—4 TrxH1 >3-4 THKHI

MOBHOI pemicii

HQOZHOCmuHHi cpynu pusuKy npu cocmpux MIEN0ONACIMHUX JIeUKEeMISX

['pymna pusuky [{utoreHeTn4yHi1 aHoMamii

Crpustnusuii (better-risk) | HasBaicTs t(8;21), a6o inv(16), ado t(15;17),
He3a1eHCHO Bl HAABHOCTI 1HIIINX aHOMAJIIH

CrangapTHuii Hopmanbsuuii kapiotur, HasBHICTh +8 a60 t(9;11)
(intermediate-risk)

Hecnpusarnusuii (poor-risk) | HasiBHicTh koMIuiekcHuX (>3) aHomanii, -5, -7, 59-,
7q-, anomadnii 11q23 (3a BukmtoueHdsm t(9;11)), inv(3),
t(3;3), 1(6;9), %(9;22)

Jlikysauns cocmpux aevuxkemiu

JlikyBaHHSI TOCTpHX JIEHKEeMil CKIAJa€eThCcs 3 1HAYKINT pemicii, KoHcomiaarmii

(3aKkpiruIeHHs) peMicii, TATPUMYI0OUO0I Teparii, JJIKyBaHHS PEIUIUBIB, PE3UCTEHTHUX
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dbopMm. Jlnst 1HAYKINT pemicii BUKOPUCTOBYIOTh CXEMHM TMOJIIXIMIOTepaItii, ki CKIIaJeH1
3a TICTOr€HE30M MYXJIMHHOI KIITUHU 1 (Da3u KIITUHHOTO LMKIY, TPOTHOCTUYHHUX
YUHHUKIB peuuauBy. MeTow 1HIYKIIIHOI Teparmii € JOCSITHEeHHS MOBHOI peMmicii 3a
pPaxyHOK 3MEHIIIEHHS KUTbKOCTI JIGUKO3HUX KJIITHH JO HE BUSBIIOBAHOTO PIBHS; METa
KOHCOJIITYIOUO1 Tepallii TMoJjiArae B JIKBiAAIli 3aJUIIKOBUX, HE BHUSBIIOBAHUX
CydyacCHMMHU  METOJAaMH  3aJMIIKaMH  XBOpoOW 1  JsikyBaHHS.  [IpoBomsTh
TpPaHCIUIAHTAI[i}0 CTOBOYPOBUX KJIITHH KPOBI.

Kpim Toro, mpu roctpux mimdoOIacTHIN, MOHOOJACTHINA, MHUEIOOIACTHIN
JIEHKEMISX MPOBOMATH MPO(DUIAKTHKY HEHpOJIeHKkeMii TPOTATOM BChOTO Yacy 1HIYKIIii

peMicii, KOHCOoiAaIlii 1 IepioAy peMmicii.

OcHOBHUMU TIpenapaTaMu JUIsl JIIKyBaHHS TOCTpUX JiM(oOIacTHUX JehKkeMiit
ABIIAIOTBCS:  JIGKCAMETa30H,  BIHKpUCTHH, Jl-acmapariHaza,  nayHOpyOlluH,
nukiodocdan, 1uUTO3ap, O-MEPKANTOMypiH, TIOTYaHIH, METOTpEKcaT B PI3HHUX
KOoMO1HalisIX, 1Hr161TOpU THpo3uHkuHa3u (Hoelzer [1992]).

[TpodinakTuky HeWponelikeMii 3IIHCHIOIOTh CHIOJIOMOAIBHUM BBEICHHIM
MeToTpekcary B 1031 12 mr/m? (ane He Oinbpme 15 wmr), nuroszapa B m03i 30 mr i
nexkcaMmerazoHa B 1031 4 mr. OnpoMiHIOBaHHS TOJIOBM B CyMmapHid n031 24 Ip
MPOBOATH BIPOMOBXK 2,5-3 TmwkHIB B 1031 1,5 I'p Ha ceaHc 3 MBOX JaTepalibHUX
TOJIIB.

HaiiBaxmuBimMyu TPOTHOCTUYHUMH YWHHUKAMH, SKi BU3HAYAIOTh CTPATETIIO
Teparii y IepBUHHUX XBOPUX TOCTPOIO MI€TIOOIACTHOO JICUKEMIETO, SIBISIOTHCS:
® BIK,
® BIIMOBIAL HA IHAYKIIIHHY Teparito (IIBUIKICTH 1 IOBHOTA),

® TIpyla pu3uKy 3FiIIHO BUABJIICHHUX HUTOI'CHCTHYHUX aHOMaHiﬁ,

Mipa TinepiIeuKonuTo3y (HeCIpUATIMBUHN TTPH JIeiKouTo31 O11bie 100 1/i),

HasBHICTh 200 BIICYTHICTh MyTalliii reHa TUpO3uHKKUHAa3b6l FLT3.

Jlixyeauns nenimchobracmuux (mienoionux) reuxemiu

Jlnst iHayKIii pemicii rocTpoi Mieno0IacTHOI JIeHKeMil, OKpIM MPOMIEIOIUTAPHOTO

M1JIBU/TY, BUKOPUCTOBYIOTh Takl cxeMu momiximiorepamii: FLAG, "7+3", "5+2", TAl-
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9, CKIAJOBUMU SIKHX € IMTO3ap B CEPEAHIX Ta BHUCOKUX J103aX, aHTPAIMKIMHOBBIN
antuOioTuk  (imapyOiumH,  JayHOPYOIlMH),  JTOMO3WA,  O-MEpKamnToIypiH,
MITOKCAHTPOH.

Crnoci6 iHayKIiiHOT XiMioTeparnii mij Ha3Bot "7+3" moXoauTh BiJ TOTO, IO B
HbOMY pEXHUMI mepeadadaroTecss 7 AHIB Oe3nepepBHOTO 1H(Y31MHOrO BIMBaHHS
nuTapabiHa, TpU [OMY B TEpII TPU JHI OJHOYACHO OOJIFOCHO BBOJUTHCS
AHTPALUKIMHOBUN aHTUO10THK. [Ipu TakoMy crmoco0i JiKyBaHHSI pEMiICis HacTae
Mmaiixke y 70% XBOpHUX Ha TOCTPY Mi€0OTaCTHY JICHKEMIFO.

[TinBun M3 rocTpuil TPOMIETONMTAPHUN JIEUKO3 JIKYETHCA MpErnapaTomM
TPAHC-PETUHOEBOT KHUCIOTU (TPETMHOMH) HA JOAATOK [0 IHIYKLIMHOI Teparii
aHTparukauHoM. [lpu JiKyBaHHI TOCTPOTO TMPOMIEIOIUTAPHOTO JeiKo3y Tpebda
BpaxoByBaTu MO>KJIUBICTb PO3BUTKY CUHAPOMY JIMCCEMIHOBAHOTO
BHYTPIIIHbOCYIMHHOTO 3rOPTaHHS BHACIIJOK MOMAJaHHIO TPaHysl MPOMIIIONUTIB B
nepudepiiiny kpoB. JIiKyBaHHS TOCTPOTO MPOMIEIOMUTAPHOTO JEKO3y BUHSATKOB(
e(EeKTUBHO, 1I€ JOCTOBIPHO JOBEACHO O€3/1144i0 JOKYMEHTOBAaHMX BHIIAJIKIB
mikyBaHHsA. Jlms  mocsrHeHHs  pemiccii  HeoOXimHO mpoBectH  1-2  Kypca
noJrixiMioTeparii.

Bua koHcomimamii  pemicii BH3HAYa€ThCAd IHAMBIAYAJIbHO 3aJCKHO BIJ
MPOTHOCTUYHHUX YMHHUKIB 1 3aTaIbHOTO CTaHy 370pOB'st XBOporo. [Ipu mporHoCcTUIHO
HECTIPUATIUBUX MIJBUAAX JIeWKo3y (Hampukian, npu inv (16), t (8;21) 1t (15;17)
3a3BMYail MPU3HAYAIOTh XIMIOTEpamilo 3a TUMH XK CXeMaMu, aje y OUIbII BUCOKHX
no3ax. KinbKkicTh KOHCOMAYI0UNX KypciB 3-4. XBOPUM 3 BUCOKHM PU3UKOM PEIUIUBY
(HampuKyIaJ, 3a HAABHOCTI IIMTOT€HETUYHUX 3M1H, CYyITyTHBOTO M1€J0UCILIACTUYHOTO
cuHApoMy, ab0 mpU TOCTpil Mie€moOIacTHIN JelkeMii, MOB's3aHI 3 TOMEepeaHiM
JIKyBaHHSIM), 3a3BMYail PEKOMEHIYEThCS TPAHCIUIAHTAIllsl AJIOTEHHUX CTOBOYPOBHX
KJIITUH T€MOMOA3THUYECKOTO PSIY, SKIINO JI03BOJISE 3arajilbHUN CTaH 1 € BIANOBIIHUN
noHop. [Ipu rocTpiit Mieno6IacTHOIH JIeHKeMil 13 CepeHBOI0 BIPOTITHICTIO PEIUIUBY
(MpyY HOPMAJIPHMX MHMTOTCHETHYHUX ITOKAa3HMKaX a00 3 TaKUMHU IIUTOTCHETHYHUMU
3MIHaMH{, SIKI HE TMOTPAIUISIIOTh B TPYHOH PU3HKY) MUTAaHHS KOHCOJIJAIIHHOTO

JIKyBaHHS BHM3HAYAEThCSA PAIOM CHENU(PIYHUX TIOKA3HUKIB: - BIKOM XBOpPOTO,
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3arajJbHAM CTAHOM MOTO 3JI0OPOB'S, CHUCTEMOIO IIHHOCTEM 1 HapemiTi, HasBHICTIO
JIOHOPA BIATOBITHUX CTOBOYPOBUX KJIITHH.

[linTpuMyBanbHy Tepamilo TpuU3Ha4daroTh depe3 7-10 AHIB micis 3aKiHYEHHS
Kypcy KoHcomijmamii. JlikyBaHHs B mepioJ pemicii TPOBOIATH IMIOMICSYHO,
IpU3HAYaOuu ToJixiMioTepariio Kypcamu. [loBHa pemicis gocsraerbes y 50-70%
JOPOCIINX XBOPUX 3 BIEpIIE BHUIBICHOIO TOCTPOIO MI€IOONIACTHOIO JIEUKEMIELO,
PI3HUIIA 3aJI€KUTh BiJl MPOTHOCTUYHUX YMHHHUKIB. TpHUBANICTh peMicii 3aJIe)KUTh Bij
MIPOTHOCTHUYHOI SKOCTI IMOYAaTKOBOTO JIEHKO3y. B ocHOBHOMY, yci BUTIAZKU peMmicii 6e3

JIOJJTATKOBOTO, KOHCOJIITyIO4OTO JIIKyBaHHS 3aKIHUYIOTHCS PEIIUIUBOM.

2.2. XPOHIYHI JIEHKO3H
XPOHIYHI MIE€JIOITPOJII®EPATUBHI HOBOYTBOPEHHSA

Y 1951 p. B. Jlamemeka BBIB TEpMIH «XpOHIYHI MiejonpoiidepaTuBHi
3axBoproBaHHs» (XM3), mig SKuMU 00'€HAB CHPaBKHIO MONIIUTEMIs, €CEHIIIINHY
tpomboiitemito (ET), imionatnunuit Miesioidopos (IMD), XpoHIYHUN Mi€JIONEHKO3.
¥ 2001 p BceciTHs opranizaiiisi OXOPOHH 3[I0POB'S B ITH0 KJIacU(IKAIii0 BKIIOYMIIA
XPOHIYHMN  HEHUTPOPIILHUM  JIeWKO3, XPOHIYHMH €03MHO(MUIbHUN  JIeKo3 /
rinepeo3iHopiIbHUN CUHApPOM 1  wmienonporiidepaTuBHI  3aXBOPIOBaHHA,
Heknmaccigimipyemue panime. Y 2008 p BimmoBimHo a0 kiacudikaiii BeecBiTHBOT
oprasizaiiii 0XopoHHu 3710poB'st TepMiH XM3 OyB 3MiHEHUI Ha «MieJIonposiepaTuBHi
HOBOYTBOpeHHs» (XMIIH).

Ho rpynmu XMIIH BimHOCATbCS 3aXBOpPIOBaHHS, II0 BUHUKAIOTh HA PIBHI
paHHIX TMONEPETHUKIB MIEJONOE3, BCl HAIAAKU SKUX (TpaHyJOLMTapHUA psif)

B10YBaIOTHCS 3 MYXJIMHHOT JIIHIT KJIOHY.

XPpOHIYHUI Mi€JIOITHUI JIEHKO03
MKX-10: C 92.1
XpoHiyHA MI€NOiIHA JIeHKeMisl - 1€ KJIOHaJdbHOE MienonpoidhepaTuBHOMY

3aXBOPIOBAHHS, 110 BHUHUKAE€ B Pe3ylbTaTli JIEMKEMHUYECKUX TpaHchopMallii
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MOJIMIIOTEHTHOM ~ CTOBOYpOBOi  KJIITHHHM 3 XapakTepHOIO  mpodideparriero
TPaHyJIOLUTAPHOTO MAPOCTKA KPOBOTBOPHOI CUCTEMH.

Bnepmie xponiuHa MienouuTapHa JielikeMis Oyna ommcaHa B 1845 p.
aHDIAChKUM JiikapeMm J[>koHoM benHeT. XpoHiuHA MI€JIONUTApHA JICHKEMIs- €IMHE
3aXBOPIOBAHHSA CUCTEMH KpOBI, MPU SIKOMY BCTAHOBJIEHA cHenu(iyHa XpPOMOCOMHA
anomauis (ditanenbdiicbka

Ph-xpoMocoma) - Tpanciokartis (9; 22) (nuB. MamtoHok Huxue). L{sg myTtanTHa
XpOMOCOMa OTpHMaJjia CBOIO Ha3By 3a MiclieM poOoTH ii meprioBiakpuBadi, [liTepa
Hoyenna (IlencinpBancekuii yHiBepcuteT) 1 JleBima Xaurepdopn (OHKoIOTIUHUN
ueHtp Poxca Yeiiza), ski Brepuie onucanu ii B 1960 poui y dinanensdii (wrar
[TencinsBanis, CILIA).

BaxnuBe 3HaueHHs Mae To# ¢akt, 10 B 1[I0 TpaHCIoKaruio 3aimydeHi ABLI
(Abelson) npoto-onkoren 9-i xpomocomu 1 BCR (breakpoint cluster region - Touka
nepesioMy KiacTepa periony) reH 22-i XxpoMocoMu. Y MIACYMKY Ha 22-i XpoMOocoMi
(Ph-xpomocoma) ytBoproerbest xumepHuii ren BCR / ABL, sikuii koaye O110K, 1110
BOJIOZIIE BUCOKOKO TipO3iHKIHA3HOW akTuBHICTIO - p210 a6o 190 BCR-ABL. VY
xBopux 3 ekcmpeciero Oinka pl90 BCR-ABL (Tpanckpunt ela2) 3axBOoproBaHHS
IPOTIKA€E OLIBII arpeCUBHO.

XuMepHUN TeH BUSBISIETbCS B 95% BUMAIKIB XPOHIYHOI MI€JIOIUTAPHIN
JerKeMil 1, SIK BBA)XKAEThCS Ha CHOTOJHI, pa3oM 3 OUIKOM TIpa€ MPOBIAHY pPOjib B
NaTOreHe3l 3axBOproBaHHA. Maiixke y 5% XBOpUX Ha XPOHIYHY MIEJIOLUUTAPHIN
JIEHKeMiIo Ieil TeH He BU3HA4YaeThCs (Tak 3BaHI Ph-HeraruBHI BUIaaku). Y 4acTHHI
IUX XBOPUX HASABHICTh XapaKTEpHOIO aHOMAajli MOXe OyTH MIATBEPIKEHO Ha
MOJIEKYJISIPHOMY PiBHI.

Enidemionocin

3aXBOPIOBAaHICTh HA XPOHIYHUN MIEJOLMUTApHUNA Jielko3 - 1-1,5 Bumaaky Ha
100 Tuc. HaceneHHs 1 cTaHOBUTH Bil 7% m0 15% cepen Bcix JedKeMil TOPOCIHX.
YosnoBikK XBOPIIOTH YacTiiie 3a *KIHOK. [lik 3axBoproBaHOCTI mpunajae Ha Bik 40-50

pokiB. Ocobu monommie 20 pokiB, XBOPIFOTh TYKE PiIKO.
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Llamocenes

3axBOpIOBaHHS NPOXOAUTh 1Bl (a3 - J0OposKicHY (MOHOKJIOHOBOIO) 1
TEPMIHANIBHY 3JIOSKICHY (TOMIKIOHOBYIO). Y MOHOKJIOHANBHIM (a3l XPOHIYHOI
MIEJIOIUTApHIA JIelKeMli CcTOBOypoBa KIIITHHA IIOBHICTIO YIIPABISETHCS T'€HOM
BCR-ABL, ane 306epirac 3maTHicTh 10 AuM(EpEHILiOBaHHA. 1i 3pina KiIiTUHHA
MOMYJISIIiS IOBHOIIHHO (PyHKIioHye. Hamani, B momukioHanbHOU (ha3i BigOyBaeThCs
HeoOopoTHA TpaHchopMallisd KJIITUHU B OLIBII arpeCUBHY BHACIIOK HECTaOILHOCTI
reHoma, BUKJIMKaHoi camuM reioM BCR-ABL.

3a KIIHIYHUM TepeOiroM XPOHIYHOI MIENONUTAPHIN JeHKeMii BUIIISIOTHCS
cTamil:

- XpOHIYHA: paHHs, Mi3HS;
- aKcenepari;
- TepMiHaJIbHA (BIAJHUN KpU3).

Pannst XxpoHiyHa cTajlis XpOHIYHOI MI€TOUUTAPHIN JeiikeMii TudepeHIiI0eThCs
HAJ3BUYAlHO PIAKO 1 BHUIIAJIKOBO, 1HOMAI MPH OOCTIKEHHI mepudepruyHoi KpoBi 3
1HIIOT MPUYWHU, 32 YMOBH YB&)XKHOTO CTaBIICHHS JIIKaps-TepamneBTa, SKUN 3BEpTac
yBary Ha HaliMeHIIl 3pyIIeHHs B aHaji3l kpoBi. [li3HsA XpoHIYHA cTajis XpOHIYHOT
MI€JIOLUTAPHIN JEHKeMIi - 1Ie eP10 PO3TOPHYTHUX KIIIHIKO-T€MAaTOJIOTTYHUX MPOSIBIB.

XpoHiUHA CTajisi € MOHOKJIOHOBOM 1 XapaKTepU3YEThCS THUPO3UWH-KIHA3HOI
aKTUBHICTIO, sKa TPHU3BOJAWTH JIO BUpa)XXeHOi rimeprpomidepariii rpaHyIOIUTIB 3
NOPYIICHHSM iX J1I03p1BaHHS 1 aKTUBALIEIO MTpoidepanii MerakapuoLMTapHOIO JIAHKU
KpPOBOTBOPEHHs.  TpHMBaiiCTh MOHOKJIOHOBOM cTajii mIyke BapiaOenbHa, 1 I
BIUIMBOM aJIEKBAaTHOI Cy4yacHOi Tepamii Moxe nocsratd 12-15 pokiB (B cepeHbOMY
JI0 5 POKiB).

daza akceneparlii - nmepexijg B TepMiHaIbHY. TepMmiHalbHA CTafls XPOHIYHOL
MI€JIOIUTAPHIN Jiekikemii (cTaist 071aCTHOTO KPHU3Y) - MOJIKJIOHOBAs TpaHCchopMarlis.

daza akcenepallli XapakTEpPU3Y€TbCS YTBOPEHHSM HOBHX XPOMOCOMHHUX
abeparfii B cToBOypoBuX KIiTUHaX. KpiMm TpaHcnokamuu (9; 22) BUSIBISETHCS
tpucomist (8; 19), i3oxpomocoma 17, BHACHIIOK YOTO PO3BUBAETHCA OJIOK

nu(depeHIlitoBaHH MI€IOITHUX OJACTHUX KIITHH 1 3pOCTaHHS iX KUIBKOCTI.
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Jlimboinnuit BHagHWI Kpu3 TMOB's3aHUNA 3 aHOMali€l0 Xpomocomu 7. Taki
[IUTOTCHETUYECKNE 3pYILICHHS CBigYaTh, [0 3aXBOPIOBAHHS TEpedIio B
MOJIIKJIOHOBYIO CTaJii0 1 HaOyno TepMiHAIBHUM 3JI0SIKICHUHN XapakTep.

VY Mmipy nporpecii 3aXBOpIOBaHHS B OPraHi3Mi XBOPOTO HAKOMUYYIOTHCS HE3PLII1
MOTIEPETHUKH TPAHYJIO0MO0e3a, yTBOPIOIOTHCS EKCTPaMEyIIIpHi OCEPEAKH TeMOTIOe3y B
pPI3HHX OpraHax 1 TKaHWHaX, a TaK CaMO TMPUTHIYYEThCA EPUTPOINOE3 1
MerakapioliTonoesa. [lepepaxoBaHi XapakTepHi MOpPYLIEHHS € pPE3yJIbTaToM
NOCWJIEHHSI MpoJi(hepaTUBHOI aKTUBHOCTI KJIITHH, OJIOKYBaHHS IPOLIECIB aloNTo3y,
IIPOTPECYIOYOro TOpYyIIeHHS Jau(epeHIlitoBaHHS 1 TPOIECiB  Mirpaiii KJIITHH
KICTKOBOTO MO3KY, SIKI CIIPOBOKOBaH1 KJIOHAJIbHOW €BOJIIOLIEIO.
Kitiniko-remarosoriuna kapTuHa

3axBOpIOBAaHHS HAa paHHIN XPOHIYHINA CTajii BUSBUTH MPAKTUYHO HIKOJIU HE
Baaetrbes. Y 30% maiieHTiB CKapry BiACYTHI.

[Tepmnmu KJIIHIYHAMHA O3HaKaMu XPOHIYHOT CTaA1IXpOHIYECKOM
MIEJIOIUTAPHINA JIeWKeMIi €: MiJBUIIEHAa CTOMJIIOBAHICTh, COHJIUBICTh, BTpaTa Macu
TiMa, BIAYYTTS TSDKKOCTI 1 1HOAI MEpioAMYHUM OUTb B JIiBOMY Miapedep'i, MITIUBICTD,
HE3[ly’)KaHHs, CTOMJIIOBaHICTb. [Ipu 00'eKTUBHOMY OOCTEXEHHI 3BEpTa€ yBary
CIUICHOMETaisl PI3HOTO CTYINEHS BHUPAXKEHOCTI.  [HOA1 30UIBIIEHHS CeNe31HKU
BHSIBJISIETHCS TIIBKH 3a J1ormomMororo Y3Jl abo KoMIT'roTepHOi ToMorpadii Ta IpoTIrom
0araThb0X MICAILIB MaJIbIATOPHO BOHO HE BU3HAYA€ThCA. CIUIEHOMETaIUI0 3yMOBIIOE
MI€JI0i/THa MeTaIIa3is B CeJIe31HII.

Jns mepudepuynoi KpoBI B 1€ MepioA 3aXBOPIOBAHHSA XapaKTEpHUU
HeUTpoduIbHUI neikounuTo3 Ouibiie 25 r / i, wacto 100-300 r / 1, 13 3cyBOM 110
OJMHUYHUX MHUEJIOIMUTOB 1 MPOMHEIIOIUTOB. B OKpeMux BUMaaKaX CIIOCTEPITarOThCS
MOOJIMHOKI OJIaCTHI KIIITHHH, aje 0e3 arumoBuUX oO3HaK. I[lpu mpoMmy BiJICyTHSA
«JIEMKEMIYHUNA MpOBa» 1 KUIBKICTh OnacTHUX KMTHH Mae Oytu menume 10%, Ha
BIJIMIHY BiJl TOCTPOI JIEUKEMIi.

3MICT €pUTPOIUTIB 1 KOHIIEHTpAIlisl TeMONIO0IHY TPUBAIUHN Yac 3aJIMIIAIOTHCS
Maibke He3MIHHUMHU. Y OUIBIIOCTI XBOPUX KUIBKICTh TPOMOOIIUTIB B MEXaX HOPMH,

y 10-15% mnarienTiB cnoctepiraetbes TpombonuToneHis (He menme 100 r / i), a B
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20-30% BuUMaAKIB BUSBISIETbCS TPOMOOIIMTO3 1 TIMEPTPOMOOLIUTO3, SKUH MOXKE
nocsirata 1500-2000 109 r/ 11 Gibie .

KicTkoBuil MO30K B XpOHIYHIN cTanii Oaratuii KIITHHHUMH €eMEHTaMH, ajie
MopdoJIoTis KIITHH B IIed TepioJl 3aXBOPIOBaHHS HE BIJIPI3HAETHCS BiJ HOPMH.
Opnak, mpu  NIAPaXyHKy  (OpMYId  KpPOBI  BUSIBISETHCS  OMOJIOMKEHHS
TPaHyJIOIUTAPHOTO PAYy, YacTO CIOCTepiraerbes «06a30puiabHO-e03uHODUTEHA
acolriamis» - OJHOYACHE 30UIbIICHHS BMICTY 0a30(imiB 1 €03uHOMIIIB, KIIBKOCTI
onactHuX KmiTHH MeHie 10% (mpu HopMi 10 5%).

[TaTonoriyHUMU O3HAKaMH TPAHYJOIMTIB KICTKOBOTO MO3KY B IIeM mepiof
3aXBOPIOBAHHS € MOPYIICHHS iX KUIBKOCTI a00 BIJCYTHICTh B HUX a3ypo(uUIbHUX 1
crenudivHUX TpaHys, 3HWKCHHS BMICTYy MIEJIONEPOKCHIa3H, TykHOipocharazu B
3puUUX HeWTpodiiax, IO MOXKE BHUKOPUCTOBYBATHCS TpH JIu(epeHIliaIbHOMY
JiarHo3l 3 1HIIMMHM MI€JONpoiepaTuBHI  3aXBOPIOBAHHS a00 JIEHMKEMO1THOU
peaKIfiero HeHTPOPUIBHOTO THUTTY.

VY XpoHI14HIH cTajil XpOHIYHOI MIE€JOLUTAPHIN JEHKEMIi IPU TUTOTEHETUIHOMY
JOCIIDKEHHI B KICTKOBOMY MO3KY BHSBIA€THCA 85-95% Ph-mo3uTHBHUX KIITHH.
[Ipy TiCTOIOTIYHOMY JOCIIJKEHHI KICTKOBOTO MO3KY BHSBISETHCS Maiiyke ITOBHE
BUTICHEHHSI JKHpPY TpaHYJOLMTAapHI KIITKHA, aKTHUBI3alllsl MErakapuoIUTapHOIO
napocCTKa.

ACTEHIYHHMI CHUHIPOM B MEPiOjJ] XPOHIYHOI CTajli XpOHIYHOI MIEJOLUUTAPHIN
JelikeMii OOyMOBJIEHHWN MOCUJIEHUM PO3MAJOM KIITHH 1 1HOAI CYNPOBOIKYETHCS
MiJBUIIIEHUM BMICTOM CE€YOBOI KHCJIOTH B KpOBi (Timepypukemisi) 3 YTBOPEHHSIM
KaMEHIB B HUPKax 1 eviHIll a0o ricramineMis (IpoyKyEThCS IPaHyI0IIUTAMH).

Sxo He MPOBOAUTHCSI a00 TTPOBOAWTHCS HEAICKBATHA TEPAITisi, MATOJIOTIYHUHN
MpoIIeC MPOTpecye 1 MepexoanTh B IPOMDKHY cTafaito akceneparlii (CA).

I[Iss cramis XapakTepU3yeTbCS MOCTYNMOBUM  30UIBIIECHHSAM  CEJE31HKH,
3pOCTaHHSAM KUIbKOCTI JerkoruTiB Oabiie 100 r/ 1. HasBHICTH OJaCTHHX KIIITUH B
nepudepiifHiii KpoBl Ta KICTKOBOMY MO3Ky B Mexax 10-20%; cyma GiacTHUX KJIITHH
1 mpomMuenonuToB Oibie ado AopiBHIOE 30%; umcio 6a3odiuniB kKpoBi Oubine 20%;

nepcuctupytomas tpomooruTonenis (<100x109 / i), He noB's13aHa 3 Tepamiero, abo
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nepcuctyrounii Tpomoonuros (> 1000x109 / n), axuit He miamaeTscs Tepamii; y
OUIBIIOCT] TMAIIEHTIB BUSIBISIETbCS aHeMis.  Bin3HaualoTbCcsi BHpaxeHl O3HAKU
JICTpaHy/IoIlTONOe3a, TMosBa B Ma3Kax 3 IIyHKTara KICTKOBOTO  MO3KY
riNeprpa”HysIpHUX MPOMHENIONUTOB IMHUENOIMTOB, KIJIBIEBUX CHUJIEPOOIACTOB,
NeJbrepOBCKOM aHoMalli HeUTpoduTiB ad0 €03uHO(pUIIB, METraKapiOUHUTIB 3 MaJIUMU
OKpYIIUMHU siipaMu. lluTocTarnuHi npenaparu, ikl BAKOPUCTOBYBAJIUCS B XPOHIUHIN
CTali, BTpayaloTh €(PEKTUBHICTb. 3MiHA TEPANEBTUYHOI TAKTUKU MOKE Ha KOPOTKUM
4yac MOBEPHYTH Nepedir XBOpoOU B XPOHIYHY CTA/IIo.

KniniuHo BnagHuii Kpu3 MPOSIBISIETHCS HEBMOTHBOBAHOT JINXOMAHKOIO, OOJISIMU
B TpyO4acTHX KICTKax, MIBUJIKUM 3pOCTaHHSAM pO3MIPIB Cele3iHKu (YacTto 3
iH(apkTaMu B HIiN) 1 MEYIHKHA, YTBOPCHHSIM JIEWKeMiau B mKipi. B oxpemux
BUIIAJIKaX PO3BUBAIOTHCS OCEPENIKM CAPKOMHHI 3pOCTaHHS B JIM(ATUYHUX By3Jax.
i mposiBM XBOpOOM MOB'SI3aHI 3 BUHUKHEHHSM HOBHUX MYTaHTHUX CYOKJIOHOB,
HEe3MaTHUX J0 AuQepeHiialii, a Juiie aKTUBHO MpoidepyroTh, BUTICHIIOYU
NoTNepeHIN KJIOH HOpMaIbHUX KIITHH. B ocTaHH1 poKH, BHACHIIOK JTOCUTh BHCOKOI
e(eKTUBHOCTI Teparii, 110 3aCTOCOBY€ETHCS, 1 TOAOBKEHHSIM TEPMIHIB )KUTTS XBOPUX
B TEpPMiHAJBbHIN CTaaii, MoYacTiadd BUIAIKH HEHpoJelkemil, ska 3a O3HaAKaMH
no10Ha 10 HEeHpoJIeHKeMil IPU TOCTPUX JICHKEMISIX.

VY nmepudepuuHoi KpoBi B i CTajli CIOCTEPIra€ThCsA HOPMOITUTAPHA aHEMis,
MOSIBa y BEJIMKIN KUIBKOCTI SAEPHUX €PUTPOIAHUX KIIITHUH, HAPOCTAHHS JIEHKOLIUTO3Y,
TpoMOoruTOTIeHIi. Y Jeiikorpamme - mosiBa Outemn 10% OmacTHUX KINTHH,
30UTBIIYEThCSI  KUIBKICTh ~ TIPOMHUEJIONMTOB,  3HIDKYETBCS  KUIBKICTH — 3pLIUX
rpaHylonuTiB, Ounbine 20% 6azodimis.

B xicTtkoBOMy MO3Ky - TmToOfanbllia Timepruiazis TpaHyJIOMUTAPHOTO 1
METraKapuOIUTAPHOTO MapPOCTKIB, 3pOCTaHHS KUIBKOCTI OJJACTHUX KJIITHH, 3BY>KEHHSI
EpPUTPOITHOTO MAPOCTKA. 3MICT OJIACTHUX KJIITUH IMHEIOUUTOB nepeBuirye 50% Bcix
saaepHux eneMeHTiB. KinbkicTh O6macTHUX KiiTuH Outbine 20%. 3a MopdoaoriyHuMu
O3HaKaMM OJlacTh B CTaAil OJACTHOTO KPHU3y BIAPI3HAIOTHCS BiJl KJIITHH MOIMEPEIHIX
CTajiil - 3'IBJISIOTHCS aTUINOBI (OPMU 3 IIUPOKOIO LUTOIIA3MOI0, HEMPaBUIbLHUMU

KOHTypamu sigpa 1 nutoriazMu. [lpubmusno y 20-30% mnamieHTiB BUSBISIOTHCS B
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nepudeprUIHOi KPOBi Ta KICTKOBOMY MO3KY OJIaCTH MAlOTh TUMGOUAHYIO PUPOTY. Y
PIIKICHUX BHUIIaJKaX BUSBIAIOTHCA OJHOYACHO OKpeMl MOMYJslii MIENTOiTHUX 1
mimpoinaux  OmactoB.B  3amexxHocTi  Bim  MOp(ONOTIYHOI Ta  MHUTOXIMIYHOI
imenTudikamii O61acTiB BU3HAYaeThCs (opma OJACTHOTO KPH3Y, SIKMM BIUIMBAE Ha
TaKTHKY JIIKyBaHHSI.

Posmonin Ha (a3 3axBOprOBaHHS KiTbKAa YMOBHO 1 3aJICKUTHh HE TUIBKU BIJ
KIIHIYHUX Ta JabopaTOpHUX JaHWUX, a TaKoX BIJ MPOTHOCTHYHHUX (PaKTOPiB
BIKMBAHHS, 3aJI€KaTh BIJl BUIY 1 YCITIXY JIIKyBaHHS.

Jliaeno3 i Qudeperuiunull 0iacHO3

JIlarHOCTUYHUNA aJITOPUTM XPOHIYHOTOMIENONEHKO3Y BKIIIOYAE JOCIIIKEHHS
MOKa3HUKIB mepudepudnoi Kposi, Miemorpama, MPOBEACHHS ITUTOTEHETUIHOTO,
MOJIEKYJIIPHO-T€HETUYHOTO, IIUTOXUMHUYECKOTO 1 IMyHOJIOTTYHOTO aHali3y, a TaKOX B
pa3i HEOOXITHOCTI TICTOJIOTIYHOIO JOCHIJKEHHS IyHKTaTy 1 TpemnaHooOionrare
KICTKOBOTO MO3KY.

3anigo3puTH 1 MPUITYCTUTH 3 BEIUKOIO YaCTKOIO MMOBIPHOCTI, IO Y MAIlIEHTA €
XpOHIYHAa MI€JOLUUTAapHA JIEHKEeMis MOXIUBO TMPH PYTUHHOMY JOCIIKEHHI
nepudepuyHoi  KpoBl  (BHCOKHMM  JICHKOIIMTO3, 3CyB  (GOpPMYJIH  BIIBO,
0a30(UIbHO-€03UHOP1IFHA aCOI1aLlis).

JIJist BCTaHOBJIEHHS J11arHO3Y XPOHIYHOI MIEJIOIUTAPHIH JIerkeMmil 1 Bepudikaiii
cTajli 3aXBOPIOBaHHS OOOB'SI3KOBO MOBMHHI OyTHM BHKOHAaHI HACTYIHI JabopaTopHi
JOCIIII)KEHHS

1) BusHadeHHs TMOKa3HUKIB TepUGEpPUYHOi KPOBI 3  MIAPAXyHKOM
JerkoruTapHoi GopmMyiu 1 TPOMOOIIUTIB,;

2) BuB4eHHsI myHKTaTa KICTKOBOTO MO3KY 3 MiAPaxyHKOM MI€JIOrpamu;

3) IlpoBeaeHHS NMTOTEHETUYHOIO aHalli3y KIITHH KICTKOBOIO MO3KY 3
po3misiaoM He MeHme 20 MeragasHMX IUIACTUHOK. Y TOMY BHIAJIKY, KOJH
pe3yJAbTaTH MUTOTCHETHYHOTO aHaI3y BUKJIMKAIOTH CYMHIB, @ TAKOXK MIPU OTPUMAaHHI
HETaTUBHOI BIAMOBi/I CJiJl BUKOHATH MOJIEKYJISPHO-TEHETUYHE TECTYBaHHS IS
BusineHHs reHa BCR-ABL metonom ¢dmyopecuentHoi ribpuausanii in situ - FISH

(Fluorescence in situ hybridization) 1 / abo sKicHOi MoOJIIMEpa3HOi JIAHIFOTOBOT
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peakuiero ( Q-PCR). Moro piBeHb BHM3HAYAIOTh METOIOM KiIbKICHOTO aHAi3y
(RQ-PCR). 3 mnosiBoro monexynsipaux MeroaiB (FISH 1 momimepasna maHirorora
peakuis) 3'aBuiacs MOXIHMBICTH BuUSBIATH xumepHuii BCR-ABL ren, skuii
BU3HAYAETHCS Y BCIX MAIlIEHTIB XPOHIYHIN MIEJOIUTAPHINA HA JICMKEMIO, B 3B'SI3KY 3
YyuM, B JaHUM dYac 3HUKIO TMOHATTS «Ph-HeraruBHa XpoHIYHA Mi€JIONUTapHA
JEHKEMIsD».

4) Jlna ignentudikaiii OJaCTHUX KIITHH 1 CYIKEHHA IIpO TeTrepo- abo
TOMOI€HHOCT! KJIITUHHOI MOMYJISIIi BHUKOPHUCTOBYIOTHCS JIOJATKOBl LIUTOXIMIYHI
METOIM 1 IMMYHO(EHOTUITYBaHHS NYyXJIMHHUX KIITHH. BusHadeHHs BapiaHTa
OJ1aCTHOTO KpHU3y HEOOX1HO JIJIsl TPOBEACHHS LIJIECITPSIMOBAHOI TepaItii.

[Ipu HaiiOimeI TOmMpeHoMy MienoinHomy minBapiant bK B nelikemiuHux
KJIITAHAX BHU3HAYAIOTHbCS TO3UTHUBHA peEaKilisi TMpU BUSBICHHI aKTUBHOCTI
Mienonepokcuaazun 1 HadrTon-AS-D-xnopanerarecrepasu, cinabke — audys3He
¢dbapOyBaHHS ITUTOIJIA3MU KIIITUH TPU BU3HAYEHHI aKTHUBHOCTI Kucjoi (ocdarasu i
HEraTvBHA pEaKilis MPH BUSABIECHHI aKTUBHOCTI KicloWHecHeli(hiueckol ecTtepasi.
OpnHak, B psl BUNAAKIB B HaiMeHI audepenIiiiioBanux Onactax nmpu MUTOXIMIYHUM
JOCJIIIPKEHH] aKTUBHOCTI MI€JONEPOKCUAA3U HE BUSBISETHCSA. Y WX BUMAAKaX JJis
NIATBEPIKEHHSI MIEJOINHIM MpUpoau OJacTiB MPOBOAUTHCS IMMYHOLITOXIMIUECKIE
JOCIIIJIPKEHHS 3 BUKOPUCTAHHSM MOHOKJIOHAJIbHUX aHTUTLT 10 MIEJIONIEPOKCHIA3H.

5) BcraHoBineHHss — MienoimHI  a00  MOHOIMTApPHIM  CIIPSIMOBAHOCTI
mudepeHITitoBaHHsT OJIACTHUX KIIITHH MOXJIMBO TaK CaMO HAa OCHOBI BUSBICHHS
excripecii anturenie CD13, CD14, CD15, CD33 Ta inmux. B3aemomis GmacrtiB 3
MOHOKJIOHAJIbHUMHU aHTUTLIaMHM, 10 pearytoTs 3 antureHamu CD41 1 CD61, a Takox
3 mmkodopuHy 1 remorob6iHOM A 103BOsIE iMeHTU(DIKYBATH, BIAMOBITHO, OIACTHI
KJIITHHU, $KI MalTh O3HAKH KIITHH MErakapuOLMTAPHOTO 1 €pUTPOOIACTUYHOTO
pany. Ilpu mimdoinnom Bapianti BK XpoHI4HIN MiegonuTapHiil JedKeMii KIITHHU
MaloTh IIUTOMOPQOIIOTIUHI 03HAKU J1IM(POOIACTOB. AKTHUBHICTH MIEJIOMEPOKCHIA3HU B
Onactax He BUSBISIETbCS, Ipu PAS-peakiiii B LUTOIUIa3M1 BUSBISETHCA TJIIKOTEH Y
BUIVISII BENMKUX TpaHyn abo OmokiB. Y Ouiemiocti BumankiB JimMgoinnoro BK

XPOHIYHIM  MIEJIONUTApHIM  JielKkeMil  JIGMKEMIYHI  KJITUHH  TPEJCTaBIICHI
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TpaHC(HOPMOBAHUMH KJIITUHAMHU-TIONIEpeHuKaMu B-nmim@onurtie. Ha moBepxHeBux
MeMOpaHax OJacTHUX KIITUH BUSIBIsA€ThCA ekcnpecis antureHie CD10, CDI19 1
CD20. v Aanpax KIIITHH BU3HAYAETHCS TEepMiHaJIbHA
ne3okcunykineotuaunTpancdepazor (TdT).  ImyHOmIoOymiHM Ha TOBEPXHEBUX
MeMmOpaHax OJlacTiB HE BUSIBISIOTBCS, 1 B PIAKICHUX BHUMNAJKax B IUTOIIA3Mi
BUSIBIITIOTHCSL BaXKKi [l-JTaHITIOra. Y JeSKUX XBOpUX JeWkemidHuil kioH mpu BK
XPOHIYHIH MI€JIOIUTAPHIN Jenkemil MpeACTaBICHUM paHHIMHU
KriTuHamMu-nonepeaaukamu T-mimgonuris - CD3 + ¢cyCD3 + CD7 + TdT +. V¥
OaraThbox TMalieHTiB npu JdiMdoinHoMmy Bapianti BK XponiuHill MienonuTtapHii
JeiikeMii Ha TOBEPXHEBUX MeMOpaHaxX JIEMKeMIYHMX KIITHH BHU3HAYA€ThHCA
KOCGKCIIPECisi OMHOTO a0o0 OinmbIle MIETOITHUX AHTUTEHIB. Y JyXe PIIKICHUX
BUIAJKaX B KpOBI Ta KICTKOBOMY MO3KYy OJHOYAaCHO BHUSBISIOThCS OyacTtu
MI€JI01THOTO 1 JIIM(POITHOTO MOXOIKEHHS.

6) JlomarkoBe 3HAUEHHSA IS JIIaTHOCTUKM 3aXBOPIOBAHHS 1 BU3HAYEHHS
KJIHIYHOI (pa3u Mae TICTOJOTIUHE JOCIIIKEHHS KICTKOBOrO MO3KY. ['icTosoriune
JOCII/DKEHHSI KICTKOBOTO MO3KY Y XBOPUX Ha XPOHIYHY MIEJIOIMTAPHIN JIEHKEMII0
MPOBOJIUTHCS 3 METOK OIIIHKM CTYINEHS BHUPaXEeHOCTI (iOpO3HOI TKaHWHU 1
MOKJIMBOTO BM3HAUEHHA CKYyMYE€Hb OJACTHUX KIITUH, L0 MOXe€ OyTH paHHIM
IPOSIBOM TIporpecyrouoi ¢aszu 3axBoproBanss 1 bK.

7) OgHOYAaCHO XBOPHM Ha XPOHIYHY MI€JOLMUTAPHIN JIEHKEeMiI0 PEKOMEHIOBAHO
HLA-tunyBanHd  MNOTEHUIMHUX  KaHAWAATIB  HA  IPOBEACHHS  allOT€HHOI
TpaHCIUTAHTAIIIl TEMOMOETUYHUX CTOBOYPOBUX KIIITHH.

B ocranni 10-15 pokiB aKTMBHO BHBYaIOTh HOBI MIJAXOAW JO OI[IHKH CTYIECHS
TSOKKOCTI  3aXBOPIOBAaHHS, IIBHUIKOCTI mporpecii 1 pe3yabTaTMBHOCTI Teparii
npenaparaMu 1Hri0iTopaMu TUPO3UHKIHA3, BUKOPUCTOBYHOUHM MAPKEPH aroITo3y.

JliarH03 XpOHIYHOI MIEJIOIUTAPHINA JIeiKeMil CTaBUTHCS Ha MiJCTaBl KIIHIYHUX
(T'emato- 1 cruleHomeranii) 1 TeMaTOJOTIYHUX JAaHWX, ONHUCAHUX  BHIIE.
3axBOpIOBaHHs CJiJl AUGEPEHIIoBaTH 3 JIEUKEMOITHUMHU PEaAKIIIMU MIEJIOITHOTO
TUNY, SKI MOXYThb OyTH TpH 1H(QEKUIHHUX 3aXBOPIOBAHHSX (MTHEBMOHIS, CETCHC,

TyOepKy/Ib03 1 1H.), 3MOSKICHUX MyXJIWHAX PI13HOT JTOKaTi3allii.
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Jlikysannsa

JIikyBaHHS paHHBOI XPOHIUHOI (ha3u XPOHIYHOI MIENOIUTAPHINA JeHKeMii
MOYMHAETHCS BIJpa3y IMICIs BCTAHOBIEHHS diarHo3y. B nmanwmii wac mpemapatom
NEePILOi JiHIT Tepartii I OUIBIIOCTI XBOPUX HA XPOHIUHY MIEJIOUUTAPHIN JEUKEMIIO €
iMaTuHIO Me3imar - iHri0iTop ber-abl-tupo3unkinazu abo HunoTHHUO.  BoHmM
CEJIEKTHBHO 1HTIOYIOTh TIpoJiipepallito 1 BUKIMKA€E aronTo3 KIITHHHUX JIIHIMH,
no3utuBHuX o BCR-ABL.

[Ipenaparu 3actocoByeTbesa B 1031 400 mr nBivi Ha 100y MOCTIHHO MPOTATOM
TOrO 4acy, MOKA XBOPUH YyTIMBUN 10 HUX. I[Ipu pPO3BUTKY PE3UCTEHTHOCTI abo
HEMEPEHOCUMOCTI 10 HUX 103y 301IbInyr0Th 10 600-800 mr / m06y. Ilpum BincyTHOCTI
e(eKTy MpU3HAYAETHCS 1HIII MPEeTapaTH, Kl TAKOXK BIAHOCSATHCS 10 TPYIU 1HT101TOPIB
TUPO3UHKIHA3M (/1a3aTiHi0, MOHATIHIO).

3a pesynpraramu MacmrabHoro pgocmipkeHHs IRIS 3aranphHa n'stupivna
BIDKMBAHICTh MAIIEHTIB 3 XPOHIYHOIO MIEJOLMTAPHIM Ha JIeHKeMito, ki OepyTb
iMaTuHi0, ckinama 90%; mnoHuUI remaronoriyauii Biamosins (I1'0O) OyB gocsarayTrii
B 98% BunajakiB, Benukuid nuroreHeTudHui BianoBias (BIIO) - y 92% xBopux,
noBHUM uToreHeTnuHuil Bignosias (I1L1O) - y 87%, Benuky MONeKyIsIpHY B1JINOBIIb
(BMO) - y 50% B pasi mpusHadeHHs Tpemapary B mneprriil minii tepamii. [Ipu
NOpiBHAHHI €(EeKTUBHOCTI 3aCTOCYBaHHs IMaTWHIOy B Teparii meprioi JiHil Nnpu
XPOHIYHIA MIEONUTApHIN JielikeMii 1 JiKyBaHHSA iHTepdepoHamMu Oyja0 BHSIBICHO
3HaYHE 301IBIICHHS 3araibHOI BHSKMBAHOCTI B TPYIIl iMaTUHIOY.

[Ipu po3podui HUIOTUHIOY BAATIOCS JOMOITHCS OUIBII MOBHOTO 3B'SI3yBaHHS
AKTUBHOI'O MeTabomirty npenapary 3 HEAaKTHBHOIO KoH(popmanuen
BCR-ABL-kina3noro nomeny. EdextuBHa B3aemois 3 AT®-3B'13y10uuM JOMEHOM
3a0e3neuye B 20-50 pasziB OuUlblly MHTHOMPYIONIYIO AKTUBHICTH HUIOTHHIO B
nopiBHSAHHI 3 iMaTtuHIOOM. [Ipemapat HEOOOPOTHO 3B'SA3Y€THCS 3 TUPO3MHKIHA3 32
JIOTIOMOTOI0 OCBITH JiNOoMUIbHUX 3B's3KIB. BoOHM Habararo MiIHIIIIE BOJHEBUX
3B'SI3KiB, YTBOPEHUX IMAaTWHIOOM 1 MEHII ypa3iMBi A TOUKOBUX MyTauiid. Tacirma

MPUTHIYYE BCE PE3UCTEHTHI JIIHIT KJIITHH, III0 HECYTh MyTallli TOMEHY TUPO3UHKIHA3H,
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kpim T3151 1 Y253H. 3a cunoro inrioyrodoro edekry naszarinid B 300 pasis
aKTUBHIIIE 1MaTUHIOY 1 in Vitro 3JaTHUM MPUTHIYYBATHU OUIBLIICTH THMIB MYTaHTHHUX
kioHiB, kpiMm T3151. [Ipenapar nmpu3Ha4arOTh XBOPUM Ha XPOHIUHY MIi€JOIUTApHIN
Ha JICHKEeMil0, PEe3UCTEHTHUM J0 IMaTuHiOy, B q000Biit m031 140 mr. Ilpu ioro
BUKOpHCTaHHI B 74% BunanakiB nocsraerbes 1110, B 40% I11LO.

Imatuni®, HUTOTIHIO 1 Aa3aTiHIO HE MPUTHIYYIOTH MPOTPecii JeHKEeMIYHOTO
KJIOHY KmiTuH 3 MyTamiero T3151. B mpomy BiHOIIIGHHI MEpPCHEKTHBHA PO3pOOKa
npenapary nonatini6 (AP24534). Moro monekyna Gyia criemiagbHO po3pobiieHa,
1100 OXOMUTH MOJIEKYJISIPHI 3MiHH B 3B's13Ky 3 MyTatieto T3151.

Kininiune 3actocyBaHHsA 1HTIOITOpa THUPO3WHKIHA3U IMATUHIOY Me3uiary
BUMAra€ JIOCUTh PETEILHOTO MOETAMHOTO MOHITOPHHTY, IO BKJIIOYAE JOCIIIKCHHS
pI3HOT CKJIQJHOCTI BHUKOHAHHS - BIJI MPOCTOTO aHAi3y KPOBI 3 JIOCIIIKEHHSIM
JeHKOIUTapHOI (OPMYIU O IUTOTCHETUKHU 1 (IFOOPECHEHTHOI ridpuau3anii in situ
(FISH), moniMepasHa JaHIFOroBa peakifis, MpsiMOTo MOJIEKYISIPHOTO CEKBECTPYBaHHS
BCR-ABL. IcHyrouuii m0OpOTOKOT MOHITOPUMHTY  BIAMOBIAI TOpH  XPOHIUHIM
MI€JIONUTAPHINA JIEWKeMil po3pOoOJICHHIA /ISl aeKBaTHOI OIIHKK Yacy JOCATHEHHS 1
rIMOUHYU pemicli. BukoHaHHS WX XK€ aHaJI31B Ja€ MOXKIIUBICTh BU3HAYUTH IPUIUHY
PO3BUTKY PE3UCTEHTHOCTI 10 Mpenapary y XBOpPHX, SIKI HE JOCSAIVIM MOBHOI abo
YaCTKOBOI peMICIi.

3a pganumu Jiteparypu, 20% XBOpUX PE3UCTEHTHI A0 Teparii IMaTHHIOOM.
Po3BuTOK TeEpBUHHOT PE3UCTEHTHOCTI MOXe OyTH TOB'SI3aHO 3 TEHETHYHOIO
TETEPOTCHHICTIO XPOHIYHIA MIEJIOUTApHIN  JehKeMii, me oAHa NpUYHHA
HEOJHOPITHOCTI TEPANeBTUYHOI BIJMOBIII KPUETHCS B 1HMUBIAYaJIbHUX BIAMIHHOCTSIX
NUIAX1B METa00JI3My TperapaTy y KOKHOTO XBOPOTO Ha XPOHIUHY MI€JIOIUTAPHIN Ha
JEHKEMIIO. Bimomo, 110 CymyTHsS [aroyiorisi NUTYHKOBO-KUIIKOBOTO TPAKTY,
MBUAKICTh  OloTpaHcdopmalii B MEYIHLI MOXYTh ICTOTHO BIJIMBaTH Ha
dbapmakokiHeTHKy npemnapary. EdexTtuBHicTh iMaTuHIOY B BEJIUKIN MIpi 3aJI€KUTh BT
PiBHSI IOT0 BHYTPINIHBOKJIITUHHOI KOHLIEHTpALi, PU bOMY €IiMIHAIIT 1 3HUKESHHS
KOHIICHTpAIIii TpemapaTy B KJIITIII MOXE CIPHUATA BUCOKHHA PiBEHb €KCIIpecii TeHIB

MHOXXHUHHOI Jikapcebkoi criikocti (MDR1, ABCG2). V Toii e 4Yac TpaHCHOPT
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IMaTUHIOY Kpi3h KIITHHHY MeMOpaHy € aKTMBHUM IPOIIECOM 1 OMOCEPEIKOBaHUM
npoaykuieto Tpancnoprepa hOCT]. [Ipy HegoCTaTHHOMY CHHTE31 I[HOTO
MEMOpPAHHOTO TpPAHCIIOPTEpa 3HIKYETbCS HAIXO/PKEHHS IMIperapary BCEpeauHYy
NaTOJOTTYHOT KIIITHHH.

Yacrota MyTanii 30UTbLIYETHCS MPOMOPLIMHO Yacy BiJl pO3BUTKY XBOPOOH 10
MOYaTKy JiKyBaHHA IMaTuHIOOM. OpHIEID 3 OCHOBHUX MPUYHH PE3UCTEHTHOCTI
XPOHIYHIM MIEJOIUTApHIA JIeWKeMii [0 Tepamii TapreTHUMH IpernapaTaMmu
posmsimatoTeest aHomanmi reHa BCR-ABL: wyramii KiHa3HOro JOMEHY TI€Ha
BCR-ABL (Roche-Lestienne C. et al., 2002; Shah NP et al., 2002), oco6nmuso T315I,
npu3BOAsTH 10 KoHpopMauiitHux 3MiH BCR-ABL Tupo3uHkiHa3u 1 HeeeKTUBHOCTI
1HTI0ITOPIB, a TakoK TosiBa AofarkoBux komii (amrmutidikamii) reHa BCR-ABL (de
Lavallade H.et al., 2008), mo 0OyMOBIIOIOThH 301IbIIIEHHS CHHTE3y aHOMAJIbHOI
TUpO3UHKIHA3K. Myramii 1 ammmdikanis resa BCR-ABL npu3BogsaTe 10 CTIHKOTO
3HMKEHHSI YaCTOTH JOCSTHEHHS IIUTOI€HETUYHOIO 1 MOJIEKYJSIPHOTO BIJNOBiIEH Ha
Teparito IMaTHHIOOM.

BuBueHHs XapakTepy almoONTOTHYECKHX Peakiliii B KIITHHAX KICTKOBOTO MO3KY
XBOPUX Ha XPOHIYHY MIEJOIMTAPHIM Ha JIEWKEeMil0 B YMOBax IHAYKIIii aromnro3y in
Vitro mpeCTaBISIEThCA 0araroo0IIII0UUM HAMPSMKOM, OCKUIBKH CIIOCTEPEKEHHS 3a
JUHAMIKOIO JAaHOTO TIPOILeCYy B XOJl JIKYBaHHA MOXE CIY)KHTH JIa0OpaTOPHUM
MapkepoMm €(heKTUBHOCTI 1 JomoMaratu y BUOOpI pallioOHAJIbHOTO JIIKyBaHHS JaHOTO
3aXBOPIOBAHHS.

B wyac mnpusHadeHHs omucaHoi Tepamii PEKOMEHAYIOTh TONIYK JOHOpa
ctoBOypoBux kmituH [loTiMm pekomenayerbea anoTCK st marienTiB y @A, skl He
JOCATAlOTh ONTHMAaNbHOI BIAMOBIMI. XimioTeparris Moxke 3Hagooutucs mo anoTCK,
100 KOHTPOJIIOBATH 3aXBOPIOBAHHS.

[Ipu3HayenHs rigpokcikapOamizia, 1HTep(EpoHy, arpeniay B SIKOCTI MepLIoi
JiHIT Teparii moka3aHl XBOPUM CTapIIOro BIKY 1 TUM, Y SIKMX € MPOTUIIOKA3aHHS 0
Teparii 1Hri0iTopaMu TUPO3UHKIHA3H.

INapoxkcukapbamis (THIPOKCHMOYEBHHA, Tipea) BUKOPUCTOBYETHCS B 1031 BT

1-5 r / o6y (40 Mr / Kr) 31 3HM)KEHHSIM JIO3M BJIBiYl MPHU 3HIKEHHI KUIBKOCTI
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neiikonutiB 10 20 r / 1m 1 Hmwkve. [lo3a mpenapary iHAMBIAYyalbHA IS TIATPUMKA
JCUKOIUTIB B MEKaxX HOPMH.

[aTepdepon-anbda mpu3HAYAETHCS B 1031 3 MIIH Off TPUYl HA TWXKICHB, IO
J03BOJISIE  KOHTPOJIIOBAaTH TeMaroJIoriuHl  mapametpu y 75% maiieHTiB 3
noctikeniemoy 10-15% - IO, y 15-30% - BLO. Sk npaBuio, JiKyBaHHS
iHTepdepoHamiacoIliipyercss 3 IIOJOBKEHHSIM dYacy mporpecii 3axBOpOBaHHS 1
BiokuBaHHsA. KomOinaris 3 mitopadin 30ubmrye IO no 25-35% Bumnasakis, mpote He
30UIbIIy€ BH)KUBAHICTh XBOPHX. VYeknagHeHHsT TpH  1HTepdepoHoTepanii -
TPUTIOTNIOIIOHUN CHHIPOM Yy BUIJVISII 3arajibHOTO HemoMaraHis, GeOpuiIbHOI0 PeaKilii,
aHOpEeKcli, BTpaTH MacHu Tija, Jenpecii, 110 MOTIpIIye 3arajbHUl COCTSHUE Y
OUTBIIOCTI XBOPHUX 1 IX AKICTh )KUTTS.

VY nepiox akcenepartiii abo 01aCTHOTO Kpu3y, 103y IMaTHHIOY MiIBUINYIOTH 10
600-800 wmr / pgoOy. [lamieHTiB, $AKI MarOTh JOHOpPA, HANpPABISIIOTH Ha
aJOTPaHCIUTAHTAIlII0 KICTKOBOro Mo3Ky. [lamientam y a3t OmacTHOro Kpuzy
NPU3HAYAIOTh KypCH MONIXIMIiOTepamii B 3aJIeKHOCTI BiJ TUIY OJACTHOTO KpHU3Y
(mienoinuu, MiMpOTaHMIA).

VY nepBUHMX 1HTIOITOPY TUPO3UWHKIHA3M MAlOTh MPIOPUTET. Y TMAalli€HTIB, AKi
nporpecyroTh A0 ¢a3u akcenepaiii abo OamacTHOI KpW3M TMiJ 4Yac i€l Teparnii
NoJIaJIbIIe JIIKyBaHHs € MeHIl edekTtuBHe. [lamieHTis,

K1 TAXOIATh, pekomeHayeTbes anoTCK.

V pasi HekoHTpoboBaHOI cTiiKO1 BK annoTCK He pekomeHayeThCs.

Bci pexomenpanii mono anoTCK mepenbauarorh, 1m0 MaIi€HT MIAXOAUTH IS HEI.
[Ipn peumauBi micis TpaHCIUIAHTALli KICTKOBOIO MO3KYy MOXYTh OyTH YCHIIIHO
3aCTOCOBaHI 1HT10ITOPU TUPO3UHKIHA3H.

Kpumepii pemicii

[ToBuuit remaronoriunuii BianoBiap (III'O): TpomOouutu MW450 t / 1,
neiikonutu W10 T/ 11, popmyna kpoBi 6€3 HE3PUIUX TPaHYIOLHUTIB 1 3MICT 6a30(1TIB
B 5%, cese3iHKa He MajJbIyeThcs. MOHITOPUHT IPOBOAMUTHCS 2 pa3H B THIKICHB JI0

orpumanss [1I'0O, a motiM koxH1 3 micsI.
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[urorenernynuit BignoBiAs (ominka 20 wmeradas): nmouuit (I1IIO) Ph +
metadas 0%; uactkoBuii (UL1O) Ph + 1-35%; Benukwuii (BLIO) IT11O + YI1O; manuit
(MIIO) Ph + 36-65%; wminimaneamic (MuLIO) Ph + 66-95%. Monitopusr
3MIMCHIOETHCS KOXKHI 6 MicstiB 1o orpuManHs [1110, a motim koxH1 12 MicsIiB.

MonekynsipHuil BIANOBIAb (BU3HAYAETHC B MepU(EpUUHOI KPOBI1): MOBHUUN
(ITMO) TpanckpunTtu He BUsBIAOTHC; Benukuii (BMO) - W0,1%. Monitopunr
3I1HACHIOETHCA KOKHI 3 MICSIIL.

[Ipoerocmuyuni kpumepii i YUHHUKU DUSUKY

Sx kpurtepii mporHozy BUKOpHUCTOBYIOTH Mozaenb H. Kantarjian (1990or.),
3riHO 3 SKOK TMAILlEHTH MOAUISAIOTBCS HA TPU TPYNHU PHU3UKY TpaHchopmarlii
3aXBOPIOBAHHS B MPOTPeCyody ado TepMiHaibHy (01acTHUX) cTamii.

O3Hak¥ HECHPUSATIMBOrO MPOTrHO3y: BiK 60 pokiB 1 Ounbine; OmacTu B
nepudepudHoi KpoBi - 3% 1 Outblie; OlacTU B KICTKOBOMY MO3KY - 5% 1 OuibLue;
6azodinmu B mepudepudHoi kposi - 7% 1 Ouabie a60 B KICTKOBOMY MO3KY - 3% i1
Outpblie;  TpoMOouuTH B nepudepuuHoi kposi - 700x109 / a1 1 Oinblie;
CIuieHoMeranis (cene3inka Buctynae Ha 10 cMm 1 Ounbliie 3-1mija peObepHoi AyTH).

I rpymna - Hu3bkoro pusuky, mae 0-1 dbaxkrop pusuky;
II rpyna - mpoMi>KHOTO PU3UKY, Ma€ J1Ba (paKkTopa pU3UKY;
[ rpyna - BUCOKOTO pU3HUKY, Ma€ TpH 1 OUTbIe (aKTOPIB PUBHKY.

3aeXHO BIJ TMPUHAIEKHOCTI XBOPOTO JIO BIJAMOBIAHOI TPYNHU PHUBHKY
BU3HAYAETHCSA TAKTHUKA JIKyBaHHA. [lalli€eHTH Tpymu BHCOKOTO PU3HMKY MiUIATAIOTh
TpaHCIUTAHTAIlll KICTKOBOTO MO3Ky a00 mepudeprudHuX CTOBOYpOBUX KIIITHH, MPH
HEMOXJIMBOCTI BUKOHAHHS 1IUX 3aX0/[1B HE0OX1Ha aKTUBHA XIMIOTEparisi.

Ph- HeraTuBHi MieJonpoJtidepaTuBHI HOBOYTBOPECHHA

(CripaBkHS ~ TONIIUTEMIs, €CEHIllaJbHa TPOMOOIUTEMIs, 1dlIOTaTHYHHI
Mien0¢hi0po3)

[Tonpu BCIO Pi3HOMAHITHICTh KJIIHIKO-T€MaTOJIOTIYHUX KPUTEPIiB JIJIs
Ph-neraruBanx XMITH 3aranbHuME BBaXKAIOTHCS HACTYIHI XapaKTEPUCTHKU:

1. Hemimoma eTiosioris, Xo4a ICHYIOTh TEOPETUYHI MPUMYILICHHS, IO

npuuuHo0 XMITH MoxxyTh OyTH XiMiuH1 areHTH, pajaiaiis, BIpycCH.
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2. IcnyBanus nposmideparlii onHOT a00 MEeKUIBKOX KIITHUHHUX MIETOTIHUX JIIHIH
B KICTKOBOMY MO3KYy a00 B €KCTpaMeAyISIpHUX OcepeaKax KpoBOTBopeHHsA. [lo mipi
pPO3BUTKY XBopoOu BifOyBaeThCs TreHepamizalis MIeNoiaHii mpomidepanii B
CeJe31HIIl, TTeYiHIll, HAITHUPKOBUX 3aJI03aX.

3. Mienonponidepanis npu XMIIH He 3ynuHse€Tbcs 1 BIJHOBICHHS
HOPMaJILHOTO KPOBOTBOPEHHSI MPU HAIBHUX METOJIaX JIIKyBaHHS HEMOXKIIUBO.

4. T'emaronoriyHa 1 kimiHiuHa KaptuHu XMIIH 3anexarp Bijg mepeBakaHHS
nporiidepaltii OgHIEHD 3 KIITHHHUX JIHIA 1 TMEepeBaXalodoro 3allydeHHS B
NaTOJIOTTYHUI MpoIec oprany ado Oprasis.

5. XMIIH MoXxyTh mepexoiuTu OJHE B iHIIE ad0 MOEIHYBaTHCS MiX cO0OI0,

IIPY IIbOMY 3yCTPIdatoThCsl mepexiaHi GopMu.

IcTunHa moginureMis
MKX-10: C 92.1
CnpapxHsi momititeMist (epuTpemisi, xBopoOa Bake3a) — BITHOCHUTBCA [0
XBOPOO HEOITACTUYHOT KJIOHQJIBHOI1 npodideparii €pUTPOITHOTO,
METrakapioMUTAPHOTO 1 MIEIOITHOTO TApOCTKIB KPOBOTBOpeHHs. [le mporpecyroue
XMIIH, sike xapakTepu3yeThCsl, B MEPILY Yepry, 301IbIICHHIM Macu €pUTPOIIUTIB, a
y 2/3 XBOpHUX - OTHOYACHUM 30UIBIIEHHSM KUIBKOCT1 JIEHKOLUTIB 1 TPOMOOIIMTIB.

Emionocisa i namozenes

Cnpapxss nominuremis (CIT) - pigkicHe 3aXBOpPIOBaHHSI - PEECTPYEThCSA 3
BUIIAJIKK Ha 1 MIIH HacesneHHs y Jroaei crapiie 60 pokiB, IPOTE MOXKE PO3BUBATHUCS 1
B 0Ci10 OUIBII MOJIOOTO BiKy. BcTaHOBIEHA YITKUI NMPUYMHHUHN 3B'SI30K BUHUKHEHHS
NOJIIIUTEMII 3 paJIOAKTUBHUM ONPOMIHEHHSM (OMHMCAHO CEpell ONPOMIHEHUX B
SAnonii), XIMIYHUMH PEUOBMHAMU 1 OCH3MHOM. Y OUIBIIOCTI XBOPUX BUSBISETHCS
JAK2-V617F wmyramis. CII po3BHBaEeThCsl BHACIHIJIOK TOIIKOKEHHS CTOBOYPOBOi
KJIITUHU-TIONIEPETHULI MIEJIOTIOE3, MPOTE ICHYE AyMKa, 110 npoiidepaTiBHUN Mpolec
PO3BUBAETHCS HA PIBHI MOJIMOTEHTHONH CcTOBOypoBoi kimiTuHU. lle mosicHIoe

3aJIy4eHHs B ATOJIOTTYHUI MpOLEeC BCIX TPHOX KIITUHHUX JIIHIA FeMOMOe3y.

Kniniuna kapmuna
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3aXBOPIOBAHHS XapaKTEPHU3Y€EThCS TPUBAIUM 1 IIOA0 JOOPOSIKICHUM MEepeOirom.
VY OubLIOCTI Mali€HTIB TpuBaiui Oe3cumnToMHUM nepiod. Ilepmumu o3Hakamu
Horo MOXyTb OyTH TOYEpPBOHIHHSA pPYK 1 O0IMYus, ab0 YEPBOHO-I1IAHOTHYHE
3a0apBIICHHS IIKIpU OOMWYYS, ByX, HOCA, IIWi, JUCTAIBHUX BIIJUIIB KIHIIIBOK,
1H'eK111s (KPOBOHAIIOBHEHHSI) CKJIEp, CIaOKICTh, TAXKKICTh B TOJIOB1, KPOBOTEUA 3 SICEH
micias eKcTpakiii 3ydoa. YacTumMu cMMOTOMaMu € TOJOBHHUHM Oilb, 3alIaMOpPOYCHHSI,
IIBUJIKA CTOMJIIOBAHICTh, JI3BIH Y ByXaX, MITJIMBICTh, OTIPIICHHS MMaMm'siTi, 0€3COHHS,
OHIMIHHSI, MOIIUITYBaHHS 1 O11b B KIHUMKAX MaJbIiB, CBEPOIXK IIKIPHUX MOKPHUBIB (Y
50%), ocoOmMBO ImiCIsI BOJHHUX MPOIEAYp (epuTpomernapris), MOPYIICHHS 30py.
[TopymieHHs: MIKPOLMPKYJIALILI, CXWIBbHICTb JO MIABUIIEHHS TpPOMOOYTBOPEHHS
NPUBOJATH 0 BUHUKHEHHS y TakuxX xBopux Ha [XC, aprepianpHOi rimepreHsii,
TPAH3UTOPHUX  TOPYIIEHb MO3KOBOIO  KpPOBOOOIrYy, 1HCYJIBTIB. Tpom6o3u
3ycTpivaroTbes 10 40% Bunaakis, KpoBoteul - y 20% narieHTiB.

VY 25% XBOpUX MOXKYTh CIOCTEPIraTUCs BUPA3KOBI ypaXXeHHsI TPAaBHOI CUCTEMU
BHACIIJOK TPOMOO3iB CyUH LUTYHKA 1 JBAHAIATUIAIOI KUIIKH, 1IeMil, HOPYIIEHHS
Tpo(iku ciM30BOiI 000NOHKU. [HOAI MOXYTh BUHUKATH KPOBOTEYl 3 PO3IMIMPEHUX
BApUKO3HUX BEH CTPABOXOY, HUIYHKA, TPOMOO3U OpMKOBUX CyauH. CIUIEHOMETaio
BUABIIAIOTH 10 80% BHUMAAKiB, BABIYl PIAIIE CIOCTEPIra€EThCS 30LIBIIEHHS PO3MIPIB
MICYiHKH.

Wasserman 1 Gilbert B 1966 por1ii po3aiauian CUMITOMU KJIIHIYHOTO Mepediry
1ICTUHHOI MOJIIUTEMIT HA TPU CTa/IIi:

[ cragis - mportikae OE3CMMMITOMHO, ajie BXKE CIOCTEpPIraloThCsi TPOMOOTHYHI
YCKJIaJIHEHHS. XapakTepHa IuieTopa (3ryiieHHs KpoBi). B anamizi kpoBi moMmipHU
EPUTPOITUTO3, CEe3iHKa He 30uIblieHa. Y TICTOJIOTIYHOMY Tpemapari KiCTKOBOTO
MO3KY BHSBJISIOTHCS O3HAaKU MaHMieN03a, B OKPEMHUX BHITQJIKaX KapTHHA MOXE HE
BIJIPI3HSATUCS B1J] HOPMH.

I A cramis - epuTpeMiuHa, XapaKTepU3Y€EThCA MeTaruiasiero cene3inku. Lls
cramiss moxe tpuBatu 10-15 1 Outbme pokiB. Y 1eil mepioa 3aXxBOpPIOBaHHS
pO3ropHyTa KJIiHIYHA KapTHHA, ONMCaHa BUIllle. B aHai31 KpoBi epUTPOIIUTO3, PIBEHD

reMonio0iHy TiepeBuIye HOpMY. KigbKICTh JIGHKOLIMTIB 1 TPOMOOILIUTIB B MEXKax
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HOpMU abo Jemo Buile, B JeHKorpami HEUTpodiTbo3 31  30UIBIICHHSIM
NaTUYKOSACPHUX HEUTpOdLIiB 1 6a30diniB. B KiCTKOBOMYy MO3Ky TOTajlbHa TPhOX
NapoCTKOBA TiMEpIUiasis 31 3HAYHUM MErakapioliTo3. Y TICTOJOTIYHOMY Mpernapari
KICTKOBOTO ~ MO3Ky - TIOBHE BHTICHEHHS JKHPOBOTO  KICTKOBOTO  MO3KY
TUMEPIUTa3UPOBAHOI0  TEMOMOETUYHOI0  TKAHWHOK 3  BHCOKHMM  BMICTOM
METraKkapHhoOIIHTIB.

[IB - cramis xapakTepu3yeTbCsl TUMH K KIIHIYHUMHU CUMIITOMaMH, IO ¥
[1Aoct.,, Ane 3Ha4HO OLIBIN BUpaXEHUMH. B mepudepuuHiii KpoBi BHUIBISAETHCS
HiABHIIEHUH BMIiCT reMorno6iny (mo 200-220 r / i), epuTpoIruTo3, TPOMOOIIHUTO3,
aeitkouuto3 A0 15-20x109 / 1 31 3cyBoM y GopMysii 0 MIEIOUUTIB, 3yCTPIYAIOTHCA
MOOANHOKI epuTpokapiomitu. JlyxHa Qocdaraza B HelTpodimax migBuieHa. B
KICTKOBOMY MO3Ky, sk 1 mpu Il A-ctasnii, BUSBISETbCS IaHMIEN03, aje BKe 3
NPEBAIOBAHHAM  THUIEPIUIA3UPOBAHOTO  TPaHYJIOLUMTApPHOTO  mapoctka. [lpm
TICTOJIOTIYHOMY JTOCHIPKEHHI CHOCTEPITa€ThCsl PETUKYISIPHUN 1 / a00 BOTHUIIEBUN
KoJIareHOBUM Mies10(hiopo3.

[I cranis - anemiyna. B nepudepuuniii KpoBi 3HIKEHHS YUCIIa €PUTPOLIUTIB,
TPOMOOITUTIB, JIEUKOTIEHIs, 3SMEHIIICHHS] BMICTY TeMOIJI001HY. Y 301JIbIIIEHUX MEUlHIII 1
cenesiHlll BiI0yBaeTbCs MI€IOiHAa MeTarasis. B KICTKOBOMY MO3KY BHpa)K€HUH
Mi€e10(i0p03, BOTHUILIEBHI MIEIOTIOE3 MaikKe 30epeKeHUH.

[iaenocmuxa

JliarHOCTHKa CHpaBXkHBOI MOMIIHUTEMII 0a3yeThCs HA MUTOMOP(HOIOTTYHOMY
JOCJIJIPKEHHI KPOB1, KICTKOBOTO MO3KY, JaHUX JOJATKOBHX METOJIB OOCTEKEHHS.
3anino3putu CII MokHa y 4OJOBIKIB B pa3l 30UIbLIEHHS PIBHS reMOINIO0IHY MOHA
170 r / 1, xinbkocTi epurpoumTis Oinbmre 6x10' / 11, y xiHoK - BiznosigHo monan 150
r/ i 53x10"% / 1. Haii6inem ingopMaTMBHUM € BU3HAYEHHS 3arajbHOrO 00CATY
EPUTPOLUTIB 3a JOMOMOIOI0 PAIOJIOTTYHOIO METONY, MPU CHPABXKHIA NOJILUTEMIT Y
YOJIOBIKIB BIH MEPEBUILY€E 36 MJI / KT, a y KIHOK - 32 MJI / KT.

Kpim nepeurcnenux BHIlE MOKAa3HUKIB y XBOPHUX 3 ICTUHHOIO TOJILUTEMIEIO
BUSIBIITIOTh ~ 30UTBIICHHS PIBHS TEMAaTOKPHUTY, 3 TMPOTPECYBaHHAM XBOPOOH

NPUETHYETHCS TPOMOOIIUTO3, MOXKE CIHOCTEepIraTUCs JIEUKOIUTO3 31 3pYLICHHSIM
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JICHKOITUTapHO1 (POPMYITH BIIIBO J0 MIEJIOIUTIB; B 5-8 pasiB 3pocTae B'I3KICTh KPOBI,
IMIBUAKICTh OCIIAHHS €PUTPOLUTIB pi3ko 3MeHmeHa (0-2 MM / rox). 3O0iIbIICHHS
aKTUBHOCTI Jyx)HOT (pocdarazu HeirTpodini (180-300 y.0.) € MATOTHOMOHIYHUM IS
CITPaBXXHBOI MOTIITATEMI].

JlocniKeHHS! MYHKTY KICTKOBOTO MO3KY 4acTO Majo 1HQOPMATHUBHO, TOMY IS
Bepudikarii aiarHo3y IOIILHO MPOBOAUTU TICTOJOTIYHE MOCTIIKEHHS KICTKOBOTO
MO3KY (TpernaHoO010ICis), 3a SKUM BU3HAYAIOTh TINEPIIA3i0 epUTPOIUTAPHOTO abo
BCIX TpPhOX MAPOCTKIB MIENOMOE3, TMOMIpHE 30UIBLICHHS KIUIBKOCTI E€pHUTPO-i
HopMoOmnacTiB. lle mociimkeHHs 103BOJsE€ AUPEPEHINIIOBATH ICTUHHY MOMIIIUTEMIIO
Bin wmienodubdposa. Ilo-mepmie moke OyTH BHUMAJOK MICIE MOBHOTO 3aMIIIEHHS
JUPOBOTO  JICTIO  TIMEPIUIa3MPOBAHOI0 TEMOIMOSTUYHUX TKAHWHOK, OCOOJIMBO
EpUTPOiIHA KIITUHAMH 1 MErakapuoIlMTaMu, sBuiia Gpiopo3y BiJICyTHI a00 HE3HAUHI.
[Ipu wmienodiOpo3i BUSBISAIOTE 3MIHEHY apXITEKTOHIKY KICTKHA, T'€MOIIOECTUYHY
TKaHUHY BUTICHEHA CIIOJYYHOI.

Y CHUBOpOTIII KpOBI Yy XBOpPUX ICTHHHOI TOJIIUTEMIEI0 BUSBISIOTHCS
MiIBUIIEHUN  piBeHb BiTamiHaoB12, ce4oBoi KHCIOTH, 3HWKCHHS  PIBHS
EpUTPOTIOCTHHY. Y XBOPUX 3 YaCTUMHU KPOBOITYCKAaHHAMH MOXE PO3BUHYTHUCS
cuneponeHii (nediuT 3aiiza).

Jliist 06'exTHBI3AIT TIATHOCTUKY CIPaBKHBO1 mominuTemii rpyna Polycythemia

Vera Study Group (PVSGQG) 3anpononyBaia JBi Kareropii CAMITOMIB:

Kareropis A

Al 301IbIICHHS 3arajJlbHOTO 00CATY EpPUTPOLMTIB BUIE 36 MI / KI' 'y
YOJIOBIKIB 1

32 M1 / KTy )KIHOK.

A2 Hewmae npruunH 1151 BTOPUHHOTO €pUTPOLIUTO3Y.
A3 CrieHomeraiis.

A4 Knonansna anomanis (BCR-ABL neraruBHuit).
A5 Enporenne ¢opMyBaHHS €pUTPOITHUX KOJIOHIM.

Kareropis B

Bl Tpom6omuTo3 Buie 400 x 109 / .
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B2 Jletikoruro3s Bume 12 x 109 / .

B3 B KICTKOBOMY MO3KYy CIIOCTEpIraeTbcs IaHMIENO3 3 IEpPeBaroro
epuTpoigHoi mpodidepanii, 3HWKEHHH pPIBEHb EpUTPONOETUHY B

CHUPOBATIII.

Hiarno3 CII qocToBipHUH, SKIIO Y XBOPOTO €:

Al+A2+A3a060A 1+ A2+ 0ynp-ski 2 3 3-X MOKa3HUKIB KaTeropii B.

I'pyna ekcnepris BOO3 B 2008 poui 3anpornoHyBajia HOB1 J1arHOCTUYHI
Kkputepii Ph-HeraTuBHUX XpOHIYHUX MI€NONpoii)epaTUBHUX HOBOYTBOPEHB, B TOMY
YUCJIi 1 CIIPABXHIN MOTIIATEMII.

Benuxi kxpumepii:
1.I'emorno0in Ownpie 185 r / 1 mist 4osoBikiB 1 Ounbire 165 r / 1 mid K1HOK abo
30UIBIICHHS 00CATY €pUTPOIIMTAPHOT MACH.
2. Busasnenns mytanii JAK2 abo 1HIIUX KJIOHATBHUX MapKePIB.

Mani kxpumepii:
1. V KICTKOBOMY MO3KYy CIIOCTEPIra€eThCsi TPHOXIAPOCTKOBA Tpoiideparis 3
HepeBaKaHHSIM epUTPOiTHOT Mpoideparii.
2. 3HUWKEHHM pIBEHb €pUTPONIOCTUHY B CUPOBATIII.
3. 3011bIIEHHS YKCIa KOJIOHIM B KyIbTypl TKAHUHH.

JliarHo3 1ICTUHHOI MOJIIUTEMI] BBAKAIOTh UMOBIPHUM, SIKIIIO Y XBOPOTO € OJIUH
BEJIMKUI KpUTEPIH 1 JBa MAIHMX KpUTEPito abo 2 Benukux 1 1 Manmuii.

[IporHocTuyHo HecnpuATINBI (GAKTOPH €: piBeHb TpoMOoIuTiB Buie 1500 I'/
71 (pu3uK PO3BUTKY KPOBOTEY, ajie HE TPOMOO3iB), 301IBIICHHS KITBKOCTI JIEHKOIIUTIB
outeme 15 I' / 1 1 piBenp JAK2-V617F myTtariii, sIKHiA € PU3HKOM JJIsi PO3BUTKY
TpOMOO3IB.

Jluchepenuiiina oiacHocmuka

3axBOpIOBaHHS HEOOXIJHO JU(EPEHIIIOBaTH 3 BTOPUHHUMM 1 BiJHOCHUM
EPUTPOLIMTO30M. BTOPUHHUI €pUTPOIIMTO3 MOXKHA PO3AUIUTH Ha (Pi310J0T14H1, TOOTO
Taki, fKI BUHUKAIOTh BHACHIZOK: 1) KOMIEHCATOPHOIO  TIMEPIPOTYKIi

EpUTPONIOETHHY; 2) HEaIeKBATHOI MPOIYKIIIi €PUTPOIIOETUHY.
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Jlo mep1iioi rpymnu BiTHOCSTh: TIMOKCUYHUN CTaH B Pe3yibTari mepeOyBaHHs Ha
BHUCOTI, CEpIEBO-CYANHHI 3aXBOPIOBaHHSA, OCOOJIMBO BPOJKEHI Baau Cepls,
3aXBOPIOBAHHS JIETEHIB 3 aJbBEOJSIPHOI TIMOBEHTWIALIT y 3aB3ATUX KypIIB, MpHU
MeTreMoriio0iHemii, ciMelHI mMmoinuTeMii (MaeThbCs AaHOMAJIBHUN TIeMOIIO0IH 3
BHUCOKOIO a(hIHHICTIO O KUCHIO). Jlo Ipyroi rpynu BiTHOCATH 3aXBOPIOBAHHS HUPOK,
SK T1IpoHe(PpOo3, KICTH; TIMOKCII0 HUPOK BHACIIIOK TPOMOYBaHHS HUPKOBUX apTepiil,
a Takok MacuBHI (GiOpOMIOMHM MAaTKH, MEPBUHHUM pak IEYIHKM Ha IOYAaTKOBHUX
CTaisfX 1 TEMaHTiIOMy MO30YKa.

Jlo epuTporuTOo3y HaNeKaTh EpPUTPOIMTO3H, SKI BUHHUKAIOTH BHACIIOK
3MEHILEeHHs 00'eMy LIMPKYJIIOIOUOi KPOB1 1 BTOPUHHOTO 3TYIIEHHS KPOBI 3 BIIHOCHUM
nepeBaXaHHSIM KIJTBKOCTI €pUTPOIMTIB B OJIMHUII 00'€MY KPOBI - MpU 3HEBOTHEHHI
OpraHi3My, Mepepo3noiii IIa3MH KPOB1, IPH OIMIKax, HEHPOCYAUHHUX PEAKIISAX.

[Ilo6 BUKIIOUUTH BIAHOCHHUM, PEAKTUBHUWA XapakTep EpUTPOLUTO3Y 1
MIATBEPIUTH J1arH03 ICTUHHOT MOJIIHUTEMIi, BH3HAYAIOTh:

- 3arajibHy Macy €pUTpPOLUTIB;

- O10XIMIYHI JOCHIIKEHHS: PIBEHb CHPOBATKOBOTO €PUTPOIIOCTHHY, (DepUTHHY,
ayHOi pocdara3u, Ce4OBUHHU;

- 3aTHICTh TeMOITOCTHIHUX TIOTICPETHUKIB hi (o) YTBOPCHHS
EpUTPOTIOCTHH-HE3AJISKHUX EPUTPOITHAX KOJOHIH 1n Vitro;

- TPOBOJAATH LUTOTEHETUYHUN aHalli3 KIITHH KICTKOBOTO MO3KY, TE€CTYIOTh
exkcrpecito reHa PRVI1. Croeundiuynoro o3Hakoo  MienonposidepaTuBHUX
3aXBOpIOBaHb € MyTarllis KiHazu JAK2, sxy Bce mupiie BUKOPUCTOBYIOTh B SIKOCTI
MapKepa IMyXJIMHHUX 3aXBOPIOBAHb Mi€JIOITHIN TKaHUHMY;

- 3MIICHIOIOTH YABTPACOHOTPA(IIO CEJIe31HKH.

[{uroreHeTnyHe MOCHIPKEHHS HE € PYTHMHHHM, OofHaK, Yy 30% mnalfieHTiB €
aHoMaJIli KapioTuIly, HaltOUIBII TUMOBI - 20qg-, +8, +9, 7 -, 10.

Jludbepenuitino-oiacnocmuyuni o31naxku 16HoI noariyumemii (epumpemii) i

CUMNMOMAMUYHUX epUMPOUUMO318

Ne O3Haku Epurpemis Epurpounro3 | Epurponuros

a0COJIFOTHUM BITHOCHUM
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1. | KiTbKiCTh €pUTPOITUTIB 3HauyHO [TomipHO [TomipnO
30UTBILIEHO 30UTBLIECHO 30UTBIIEHO
2. | 'emormo6in Te x Te x Te x
3. | 'emaTokput Te x Te x Te x
4. | KinbkicTh TPOMOOLIMTIB [TomipHO Te x Hopma
30UTBIIIEHO
5. | KinbkicTh JIEWKOLIUTIB Te x Te x Hopma
6. | Maca uupKyJr0r4ux 3Ha4YHO Hopwma a6o 3MEHIIICHHSA
EpPUTPOLIUTIB 30UTbLIEHA HE3HA4YHO
301BIIICHA
7. | KicTkoBuif MO30K INneprnaszis Hopwma a6o Hopwma
TPHOX MAPOCTKIB | peaKTUBHE
KPOBOTBOPEHHS | 301IBIIICHHS
epUTPOIIOE3y
8. | Cenesinka 3011bIIeHA He 36inpmena | He 30inpinena
9. | CepOnsuka mkipu Yacto BincyTnii BincyTHii
10. | EBomrouis eputpouutosy | IIporpecye 06e3 | 3Hukae micns | 3HUKae micis
JKyBaHHS YCYHEHHSI YCYHEHHS
MIPUYHHH. MPUYHHH.
Jlikyeanus

[Toka3Huku [JIsi TOYATKy Teparii € Wporpecis 3axBOPIOBaHHS: pIBEHb

remomnio0iny > 165-185 r / m; kinabkicTh jaeiikorutie > 15 I' / n; migBuineHy
KUIBKICTh TPOMOOITUTIB; TPhOX IMAPOCTKOBA TiNEpIuia3isi B TpenaHaTi KiCTKOBOTO
MO3KY;  3MIHM CHPOBATKOBOTO €pPUTPOINOETUHY 1 (EpUTHHY; CIJIEHOMErais;

aHoMasbHMI KapioTun; HasBHICTh JAK2-V617F myramii.
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JlikyBanus CII 3amexuTh Bii HASIBHUX MPOTHOCTHYHUX (DAKTOPIB. 3 METOIO
3HM)KEHHSI PIBHS TeMONIOOIHY 1 HOpMalli3allli TeMaTOKpUTY y MAlI€HTIB 13 HU3bKUM
PU3HKOM TPOMOO3iB HAWOUIBII MIMPOKO 3aCTOCOBYIOTH KPOBOITYCKaHHS 2-3 pa3u Ha
THXKACHb Ha TJ1 Tepamii aHTUKOAryJsSHTaMH: Tepell MPOBEACHHSIM KpPOBOIYCKaHHS
XBOPOMY MIJLIKIPHO B MEPEAHIO YepeBHY CTIHKY BBOAATH S000 O/l remapuny. Skiio
BUHUKAE 3arpo3a TPOMOOYTBOPEHHS, B HACTYIIHI MICJsi KPOBOIYCKAHHS JIHI MOXKHA
POAOBXKYBAaTH NPUUHATTS AHTUKOATYJSHTIB TpsiIMOi J1i B TOJOBMHHUX J103aX.
OOOB'SI3KOBUM € TPOBEACHHS TEMONWJIIONII  COJMBOBHUMH  pO3dMHAMu  abo
HU3BKOMOJIEKYJIIPHUMH JIEKCTpaHaMu (PEOTONINIIOKIH, peocopOinakt, pedopran),
10 MOJIMIITYIOTh MIKPOUUPKYIISLIIO.

3 Meror0 MpOoQITAKTUKH TPOMOOYTBOPEHHS MPHU3HAYAIOTH J€3arpETaHTH:
TPEHTaJI, TUIMpUIaMoi (KypaHTHI), TUKII, acmipuH B 1031 75-100 Mr moxHs (tipu
BIJICYTHOCTI 3aXBOPIOBaHb IIYHKA), IO 1ICTOTHO 3MEHIIY€E PU3HK eMOOJIii, TpOMOO31B
MaricTpajlbHUX CYIWH, KPOBOBUJIMBIB, CMEPTI BiJl KapA10BACKYIISIPHUX TIPUUKH.

[TamieHTaM 3 TPOMDKHHUM PHU3UKOM PO3BUTKY TpPOMOO3IB MPOBOAMTHCS
iHaUBIMyami3oBaHa Tepamis. Tak, marientam mosoname 40 pokiB Mpy HASBHOCTI B
nepudepuyHiii KpPOB1 JICHKOIIMTO3Y, TPOMOOIMTO3Y, CIUICHOMErajii Npu3Ha4aroTh
HUTOPEAYKIIHHY Tepalliio 3 BUKOPUCTaHHAM 1HTep(epoHy-a 1 rigpokcikapOamiia, siK
1 IaIli€eHTaM 3 BUCOKUM PU3UKOM. SIK TpaBUIIO, II€ IpyTa CTaisl 3aXBOPIOBAHHS.

INapokcukapbamin npusHadaroTh B 1031 15-20 Mr / xr / IeHb 10 3HMKCHHS
remarokputy 10 0,45 i nelikouuTiB He Hikde 3x10° / 1. Iarepdepon-a - mo 3 mun
O/l uromHst 10 HOpMAaIi3allii reMaToKpUTy marieHTaMm momosiie 40 pokiB, BariTHUM 1
TOAYIOYUM, MOTIM MIATPUMYIOUI 03U 2-3 pa3u Ha TWXKIeHb. [HTepdepoH-a 103BOIISIE
KOHTPOJTFOBATH EPUTPOIIMTO3, 3HWKYE KITBKICTh JICHKOIMTIB 1 3MEHIINYE PO3MIpU
cene3inku. Ha BigMiHY Bia TrigpokcikapOaMiHa, BIH HE BOJIOJI€ BiJJIAJICHOIO
JIEKO30T€HOI0 AI€I0.

Bbycynbdan (MinepaH, MuenocaH) BHKOPHUCTOBYBaBCS paHille, OAHAK 1€
OPU3BOAMIIO JIO 3HAYHOI MIEJIOCYIpecli 1 MIABUILYBAJIO PU3UK PO3BUTKY TOCTPOT

Mi€IOiMHOT JelikeMii. AmHarpemniyy BIUIMBa€ HAa BU3PIBAHHSI METAKApUOIIUTIB,
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3HIDKYIOYM KUTBKICTh TPOMOOIIUTIB, MIPU3HAYA€Thes 2-3 MT / neHb. TeparneBTHUHUN
edeKT HacTae yepe3 2-3 THXKHI.

[Ipu po3BuTky Mienodubpo3a Ha MI3HIX CTaAISIX CHPaBKHIA MOJIIUTEMIT
MOKa3aHa CHUMIITOMAaTHYHA TEeparis: MPU aHEMIYHOTO CHUHAPOMY - TeMoTpaHcdys3ii
EpPUTPOLUTIB, MPU3HAYECHHS] PEKOMOIHAHTHUX EPUTPONOETHHIB, MPU BHPAKECHOMY
TUCKOM(OPTI, MTOBTOPHUX 1H(PAPKTAX CENIe31HKHU a00 TIMepPCITICHU3MI - CIUICHEKTOMIsl.
Yacto micnsi  CIJIGHEKTOMIi  PO3BUBAETHCS  TeMaToMeraiisi 3a  PaxyHOK
eKCTpaMEeAyJIApHUX BOTHUII KpOBOTBOpeHHsA. Tpancdopmamis BII y roctpy
JeKeMII0 BUMAara€e 3acTOCYBaHHS MPOrPaMHOI MOJiXiMioTeparii, 3 ypaxyBaHHSIM
MOP(OIOTIYHOrO ii BapiaHTy.

XBOpHUM 3 TINMEPYPUKEMIEIO OKA3aHO MPU3HAYEHHS anomypuHoy. [lamienTtam,
SKUM YacTO MPOBOASATh KPOBOIYCKAHHS, JIONMYCKAETHCS MPU3HAYEHHS MpernapariB
3ai3a, OCKUIBKM Yy HHX YacTO pO3BUBAETHCS CHIAEpOIEHiss.  Po3pobmstoThes
iuri16iTOpu JAK2-THpO3uHKiHA3M.

Tepanis ycknaouensb nepebicy cnpasiCHboi noiiyumemii.

[Ipu TpoMOO3ax BHUKOPHUCTOBYIOTHCSI AaHTUTPOMOOTHYHI NpenapaTH: HEmpsMi
AHTUKOATYJISTHTH - Bappapud 5-10 mr / 1o0y nepiri 2 1Hi, TOTIM 03y KOPUTYIOTH ITi]T
koHTposeM IITI, MHO; «kucnora aunerwicaninuiosa 0,3-0,5 r / 100y, ocoOnuBo
MoKa3aHa Mmicis 1HCynbTiB; nunupuaamon (0,025 B Tabmn.) 1-2 tabn. 3 pasu Ha JIeHb,
Taktomand 1 Tabn. 2 pas3u B JeHb, NeHTokcudiain 1 Ttabm. 3 paza Ha geHb. [lpu
apTepianpHIN TiepTeH3ii Mpu3HadaloTh aapeHobmokaropu, iHTiOiTopu AIID Ta iH.
Huropenykiiiina Teparmisi PEKOMEHAYEThCS BCIM  TMAalllEHTaM 3 TOCTPUMU

BaCKYJISIPHUMU MTOPYLICHHIMU.

[Ipu remMoparisix BHKOPUCTaHHS AHTUTPOMOOTHYHOI Tepamii J103BOJISE
YHUKHYTH PO3BUTKY TeMOpariyHux yckiaagHenb. Lli yckimagHeHHs mTOB's3aHi 3
BHUCOKHUM YHCJIOM TPOMOOITUTIB.

HaliyacTimmm yckiiaJHEHHSIM CIIpaBXHii NOIIUTEMIT € CBEpOK, IS SIKOTO HE
ICHy€e aJeKBaTHOTO JIIKyBaHHS. MoxnuBe BUKOPUCTAHHS AHTUTICTAMIHHHUX

npenapariB (umporentaauH mo 4-16 mr B nenb), H2 -antaronictiB (hamoruaus 400
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Mr), iHTepdepony -o (o 3 muu O/ Tpuui Ha THXKAEHB), TapokceTHH (20Mr / 1eHb),
abo ¢ortoTeparnis 3 nicopajeHoM, YD-0NpOMIHEHHSIM .

Epitpomenanris (Oi1p B KIHYMKAax TNaiblliB) pPO3BUBAETHCS B PpE3yJbTaTi
MIKpOBACKYJIIPHUX TIOPYIICHb 1 €PEKTUBHUM € TPU3HAYCHHS alleTHUIICATIINIOBOT

kuciioty B 1031 300-500 Mr / neHb.

Kpumepii peuicii

[ToBHa pewmicig: HopMasi3allis piBHS I'eMOINIOOIHY; KUIBKICTh TPOMOOIIUTIB
<400 r / ;m; BIACYTHICTH JeWKeMmiuHO i1HGUIBTpamii B mnepudepudHiii Kposi i
TpenaHoOionTaTi; BIJICYTHICTh IHIIUX CHUMIITOMH, XapaKTEPHUX JUIsl CHPaBXKHBOT
NOJIIIUTEMIT; HOpMai3allisi pO3MIpiB OpraHiB.

YacTtkoBa peMiciss: 3MEHIICHHs opraHomeranito Ha 50%; wHopMmamizamis
MOKa3HUKIB Nepru(epruaHoi KpoBi.

Kpurepii oniHku e(eKTUBHOCTI Teparli: NOBHOTAa BHUKOHAHHS JIIKYBAJIbHHX
NPU3HAYEHb, PETpecis po3MIPiB CENe31HKHU;, HAasBHICTh YCKIATHEHb (FreMOpariyHuX,
TPOMOOTHYHHUX, 1HQEKIINHUX); CTYMiHb HOpMaii3alii JabopaTopHUX MOKA3HUKIB;
OIlIHKa TAI[IEHTOM SIKOCTI XUTTS; TPHUBAIICTh MEPIOAY HEMpPare3qaTHOCTi; rpyra
IHBJIITHOCTI; TPHUBAJICTh OE3PCHMJAMBHOIO TMEPIOAy 3aXBOPIOBAHHS,  3arajibHa
TPUBAIICTH KUTTS MAIlI€HTA.

KonTponp anamizy KpoBi Ta KOHCYJBTAIlII0 TeéMaTojora He0OX1JHO MPOBOIUTH
moMicsligs A0 cTralumizamii craHy mnamieHTa. [Ipu moripiieHHi CTaHy IOKa3aHa

rocritani3anis 1 IpU3HAYEeHHS JIIKYBaHHS.

Iniomarnunui mieaogiopos
MKX-10: /147.1
Bnepme imionatnuanii mienodiopos (IM®) omucaB Heuck B 1878 p Bin
NPE/ICTaBUB MallleHTa 3 AaHEeMI€l0, JIEMKOIMTO30M, MACHUBHOI CIUICHOMETATI€En 1
reHepalii3oBaHUM ocTeockiiepo3oM. IM® BigHocuthes a0 rpynu XMITH, nos's3anuii
3 TpaHC(hOpMAIli€l0  TMOJINOTEHTHOI  CTOBOYpOBOI  KPOBOTBOPHOI  KJIITHHH,
M1JBUIICHOI TPOIYKIIEI MIEIOITHUX 1 CTPOMAJbHUX KJIITHH, PaHHIM 1 3HAYHUM

pO3BUTKOM (10pO3y KICTKOBOTO MO3KY 1 TMOSIBOIO EKCTPaMEIYNSIpHUX BOTHHIIL
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natosioriygoro remormnoesy. CHHIpOM TrinepcruieHi3Ma MPU3BOIUTE 10 IIUTOIEHIT B
nepudepuydHii KpoBi, IO HEPIIKO BUMAarae TpaHcy31iHOo1 Teparii.

daxiBui MixkHapoaHOT poOOYOi TpynH 3 BUBUEHHS 1 JTIKyBaHHA Mienopudpo3a
(IWG-MRT) B 2006 p. cranmapTU3yBaJl HOMEHKJIATYpY, SKa BITHOCUTHCSA O
xpoHiyHoro IM®:

1. [TepBunnumii mienopuopos ([IMD).

2. Tlocreputpemiunuii wmienopuobpo3 (MienodiOpo3, SKHM PO3BUHYBCS
BHACJIIJIOK NIepediry CpaBXKHBOI1 MOMIIUTEMIT).

3. THoctrpomboritemiuanii Mienopudpo3 (mienodiOpo3, sSKUil PO3BUHYBCS
BHACJIIJIOK MEpeOiry eceHIllaibHOI TPOMOOIIUTEMI).

3a gaHWUMU pI3HUX aBTOpiB, B pik peectpyerbes Bix 0,3 mo 0,7 Bumaakis
3axBoproBanHs [IM® wna 100 tuc. Hacenennsa, 5 BumaakiB Ha 1 miaH. YomoBiku
XBOPIIOTH Jienio yactime *KiHoK. Y 90% BumankiB 3aXBOPIOBAHHS JI1aTHOCTYETHCA
micist 40 pokiB. MakcumanbHa 3aXBOPIOBAHICTh BiA3Ha4aeTbes y Biri 50-70 poki..
Bigomi Bunagku [IM® B monogomy 1 qutsuomy Biri. 3a nanumu J. Theile, cepenns
TPUBAJTICTh KUTTS 3 MOMEHTY BCTAaHOBIICHHS JiarHO3y CTAaHOBHUTH BCHOTO 5 POKIB.
Brnaguuit kpu3 3ycrpiyaerbcs npubnuzHo y 25-30% xBopux.  3aXBOPIOBaHHS
npoTikae B 2 crajii: mienonporiideparuBHa 1 KICKOBOMO3TOBOI  HEIOCTAaTHOCTI 3
¢b16po3om.

Emionocia,_namozcenes

[Mpuunnun [IM® HeBigomi. Bropuuuuit mienopubpo3 3ycTpidaeTbes mpu
NyXJuHaX, 1HQEKIIAX, IpU MPUIoOMI €CTPOTEHIB 1 MIEIOCYNPECUBHUX MpEnaparis,
Ipy BIUIMBI pajianii, opraHiyHux (O€H30J, TeTpaxJIOpHl BYIIELIO) 1 HEOPraHIYHUX
conyk (mumr'sk, (ocdop, dbrop). Cuig BpaxoByBaTH, MmO 301IBIICHHS KITBKOCTI
TPOMOOLIMTIB MOXe OyTH (I310JIOTIYHUM - TMPU MIABUIICHOMY  (Pi3HIHOMY
HABAaHTAXEHHI, MPU BariTHOCTI; PEAKTUBHUM - IICJIA CIJIEHEKTOMIi, KPOBOTEY, MpHU
NyXJUHHUX Tporecax, 1H(EKIIHHUX 3aXBOPIOBaHHAX. TUIbKM KITIHIYHA KapTHUHA
3aXBOPIOBAHHS, [MOKAa3HUKKA NEpUPEPUYHOi  KPOBI, JaHI IUTOJOTIYHOrO 1
TICTONIOT1{-4€ChKOTO JOCIIPKEHb KICTKOBOTO MO3KY O3BOJISIIOTH YTOUHHUTU (hopmy

XMIIH.
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¥ 2005 p y xBopux, siki crpaxaarote XMIIH, Oyna BusBieHa ToukoBa MyTallis
14-ro ex3oHiB reHa kiHazu JAK?2, mpu sikiii B nceBnokiHazHoM ngomeHi JH2 Ginka
JAK?2 BinOyBaeThcsi 3aMiHa aMiHOKKCJIOTH BaJliH Ha (peHUIaNaHiH B MOJOXKEHHI 617
(mytamiss JAK2V617F). binok JAK2 nanexuts no ciMmeiictBa Janus-kiHa3 (JAKI,
JAK2, JAK3 1 TYK?2). Jlns remomnoe3y OCOOJMBE 3HAUCHHS CEpell HUX Ma€ came
kuHaza JAK2, sxa 3miiicHIOE Tiepenaqy CUTHAIY HE TUTBKH BiJl €PUTPOIOETUHY, a U
Bl TPOMOOIOETHHY 1 KOJIOHIECTUMYIIOIOUOTOo (pakropa rpanynouutiB. Ien JAK2
po3TamoBaHuii B JIOKycl 9q24. TakuM 4MHOM, BAAJIOCS BUSIBUTH 1 OXapaKTEpHU3yBaTu
MOJIEKYJIApHUN eeKT XpoMocoMu 9, 110 JIeKUTh B 0cHOBI natoreHesy XMITH. 3a
nornoMororo aHamiizy TtepMiHaneHii JIHK Oyno mnokazano, mo JAK2V617F €
COMAaTUYHOI MyTalli€l0, M0 BUHHUKAE B TEMOIOCTUYHUX KJIITUHAX-TIONIEPETHUIIb.
Busienennss myramii JAK2V617F y xBopux 3 Ph-nerarupaumu XMIIH crano
MiATBEPHKEHHSAM BHCIOBICHOI BinmbsimMom Jlamemieka MpumymeHHS Mpo Te, M0 B
OCHOBI I1i€l Tpynu 3aXBOpPIOBaHb TOBHUHEH OYyTH 3arajJibHUM IMaTOTeHEeTUYHUN
MexaHi3M. OpHak, 3aJUIIaeThCA 1€ 6arato He3pO3yMUINX MUTaHb, K1 BITHOCITHCS
no erionorii XMIIH, me moB'szanux 3 JAK2V617F. Kpim TOro, He mUIKOM
3pO3yM1JIO, SIKUM YMHOM OJIMH 1 TOM K€ MOJIEKYISIPHUHN TePEKT MOXKE TPU3BOAUTH JI0
PO3BUTKY 3aXBOPIOBaHb, JAJICKO HE 3aBXKJIM 30Iral0ThCsl 3a CBOIMHM KIIHIYHUMU
nposiBaMH, Xo4da 1 BimHOCATBHCS 10 onHiei rpymu XMIIH. Myrariis BUHUKaE y
3araJIbHOTO PaHHBOTO MOIMEPETHUKA MIEJIOITHUX 1 TIMPOITHUX KIITHH, OAHAK TIIbKH
KIITAHA MIEJTOTAHIN JMHIT B 3B'A3Ky 3 MM TEHETUYHUM Je(PEKTOM OTPUMYIOTh
npoiudepaTuBHOE IepeBara B TMOPIBHAHHI 3 HopMmow. Myramis JAK2V617F
BusiBsietbest B 40-50% Bumankie [IM®.  Busnauenus wmytanii V617F rena
JAK2BKIIO4EHO 70 TepemiKy IarHOCTUYHHX KpHUTepiiB BcecBiTHROI opraizariii
OXOPOHM 3JIOPOB'Sl JIsi Mi€JonponiepaTuBHUX HOBOYTBOPEHb. lluToreHHOTHYHE
JTOCHIDKEHHS: HECTIPUATIuBUM kapiotun +8, -7 / 7q-, 1 (17q), inv (3), -5 / 5q-, 12p-,
11923 nepecrpoeHa.

Kninixa
VY 20% mnariieHTiB TPUBAIMIA Yac CIIOCTEPIra€ThCs BIACYTHICTD Oyb-sIKUX CKapr,

BUSIBJISIETBCS BUITQJIKOBE 3OUIBIICHHS CENEe31HKU (PpO3MipH cene3iHKn™> 45 c¢cMm2 B
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3QJIEKHOCTI BIJ CTajii 3aXBOPIOBAHHS MPU YIBTPA3BYKOBOMY JOCIHIIKEHHI a0o0
koMmm'torepHoi Tomorpadii). Y 70-80% BumaakiB 3aXBOPIOBAaHHS J1arHOCTYETHCS B
ctafii ¢pi0po3sy, A IKOTO XapaKTepHI aHEMisl, CIUICHOTeIaTOMETaTis.

Hait6inpmr dvactumu mepBUHHUMH cuMmnrTomMamu npu [IM® e: BroMma,
MiJBUIIIEHA CTOMJIIOBAHICTh, NITIMBICTH HOYaMHU, CcyOQeOpuibHa TeMIeparypa,
BITUYTTA AUCKOM(OPTY B >KMBOTI, COHJIUBICTh, YacTi 1HGEKIil, OIiaiCTh, 3HIKEHHS
ameTuTy, BTpaTa BarW, BIYYTTA TSOKKOCTI B JIiBOMY miApeOep'i. 3aranbHuUil cTaH
3MiHIO€TbCA TipuOmm3HO y 40% xBopux. Pimgmie XxBopi 3BepTaroThest A0 JiKaps 3
npuBoy JauxoMaHku (15%), sxoBrsuutll (15%), aprpanrii (3%). Y neskux Bumaakax
3aXBOPIOBAHHS TIOYMHAETHCA 3 TIJBUILEHOI KPOBOTOYMBOCTI: WIKIpHA MypITypa,
KpOBOTEY1 3 HOCA, KPOBOTOUHBICTD SICEH, MEHOPAT1.

[Tpomixkok Yacy MiX IOSBOIO TEPIIUX CHMITOMIB 1 TTOCTAHOBKOIO J1arHO3Y
«TepBUHHMM MuenoduoOpo3» Bapitoe Big 2 no 48 wmic.  binbmiicte BHUMAnKiB
3aXBOPIOBAHHS [[IaTHOCTYEThCA TPOTATOM 18 Mic. 3 MOMEHTY TMOSIBU TMEPIINX
cuMnToMiB. JIOMIHYIOUMM O3HAaKOIO € CIJIeHOMeradis. Bike Ha paHHIX eramax
PO3BHUTKY XBOpOOM 30UTBIICHHS celie3iHKH Bia3HadaeTbes y 90% xBopux. Bono
B1I0YBAETHCSA TMOBUIHLHO 1 MOCTYNMOBO. B OCHOBHOMY TPHBAJIICTh XBOPOOHM MOMKHA
OIIHIOBaTH MO cruieHoMmeramii. Sk Oyl0 BCTaHOBJIEHO, CeJie31HKa 30LIbIIYEThCS
npuban3Ho Ha 1 cM B pik. binbir mBuake ii 301IbIIEHHS BiIOYBAETHCS B PE3yaAbTATI
pPO3BUTKY 1H(apKkTy abo remaroM. Y IMepiof po3najly XBOpOOHM celie3lHKa CTae
BEJIMYE3HOI0, BOHA MOXKE JOXOAUTH J0 JIOOKOBOI KICTKHM 1 IEPEXOJUTH 3a CEPEANHHY
JiHIIO KkuBoTa. Ha nmoTuk BoHa TBepna, mmaaka, OezbomicHa. IlepicrieHit OyBae y
20% XxBOpHUX, OCOOJMBO B THUX BHUIIAJIKaX, KOJW KparO CEJE31HKU MEepexolsiTh 3a
MyTOuHy JiHil0. Bunagkyu Manaoro i moMipHOro 30UTBIICHHS CENE31HKU BBaXAOThCS
PIIKICTIO.

[leuinka 30UIbIIYETHCS Maibke y Bcix Bunaakax [IM® na nouarky abo B
nepe6ir xBopodu (70-98%). Ilpu manpnarii BoHa miyibHa, 1HOAI Oomroua. HeBenuke
30UTbLIEHHST JIM(aTUYHUX By3/1iB BUHHKae npubauzHo y 10% xBopux. Kictku B

OUTBIIIOCTI BUIAJIKIB XBOPOOIMBI CIOHTAHHO 200 MpH MajbHallii.
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3 piakuX CIMIOTOMIB MOXHA CIOCTEpIraTd HaOpsSKh, KapiioMmerais,
(GYHKIIOHAIbHI IIyMH B CEpIll, ACHUT 1 HEBPOJOTIYHE MOPYIICHHS (3aaMOpOYeHHS,
HOPYILIEHHS CyXY, 30py). [IM® moxe yCkIaJaHIOBAaTUCh TOPTANBHOIO TIMEPTEH3IEIO,
yacToTa sikoi cTaHOBUTH 10-20%. 11 mpuyuHAMU CITyXaTh [IUPO3U MEYIHKU, BTOPUHHI
[0 BIJHOIIEHHIO JO MI€JOIAHOI MeTamasii 3 CyNyTHIM YTBOpPEHHSM (iOpo3HOi
TKaHUHH, OOCTPYKIIiSl TTOTOKY KPOBI BOTHHIIIAMH MIEJIONOE3 B TEUIHIN 1 TPOMOO3H B
CHUCTEMI1 BOPITHOI BEHHU.

Kniniko-cemamono2iuni choopmu MD

st anamizy nepudepudyHoi kpoBi y xBopux [IM® xapaxrtepHi: aHemis -
piBeHb TeMOMmIOOIHY 3HWKEeHUM abo B mexax HopMmH (y 60% xBopux 100 r / m);
CIIOCTEPIraeThCs TOMipHA a00 BHUpPaKEHA JICUKOMEHIsA, piame MiABUIICHHS abo
HOpMaJbHUN BMICT JIeHKOIMTIB. B nelikorpaMi MmaauykosepHUX 3pYIIEHb BIIBO,
OJMHUYHI METaMIEJOUUTIB, piako Miegodnactu. bazodumis 1 eo3uHOPLIIA
BiBHavyaroThess B 20-30% BumaakiB. Y YacTHMHM XBOPUX IIPH HASBHOCTI O3HAK
TeMOJTi3y MOXe OyTH PEeTUKYIOIHUTO3.

VY BusHaveHiil ¢iOpo3Hil cTajii: TpoMOOLUNTO3, MOMIpHHUM JelkouuTo3. s
¢i10po3HOi  cTamii  3aXBOPIOBAaHHS  XapakTepHI: aHeMis, 3MiHa Mopdoorii
TPOMOOIUTIB Y BUIVISAI Bapialiid - TIraHTChK1 (POpMH, BUTAAIUBI PopMU, PparMeHTH
[UPKYTIOIOYUX METaKapionuTiB.  XapakTepHUMHU o3HakamMu MO € HasgBHICTH
HOPMOOJIACTIB 1 €pUTPOOJIACTIB, KAILJIEBUIHI €PUTPOLIUTH.

[Ipy UTOXIMIYHUM JAOCHIDKEHH] NEepU(PEPUYHOi KPOB1 BUSABIIAETHCS 3HAYHE
M1JBUIIIEHHS aKTUBHOCTI JIy>kHOI (hocdarazu HerrTpodinis (200-300 y.o.).

CrepHalbHUN MYHKT KICTKOBOIO MO3KY, SIK MpaBWIIO, YOOTWid 1 TOMYy He
iHpopmaruBHUM. OIIHKY CTaHy KICTKOBOMO3KOBOTO KPOBOTBOPEHHS IMPOBOISTH 3a
pe3ysbTaraMu TPEenaHoO101Cii KICTKOBOTO MO3KY.

VY 3ajeXHOCTI Bl MEPEBaXAIOUMX KIIHIKO-Ta00OpaTOPHUX CUMIITOMIB
BUNUIIIOTE 6 hopm [IM®D: knacuuHy, TpOMOOIITEMIUHY, €pITPEMIUHY, aHEMIUHY 0€3
PETHKYIIOIUTO3a, aHEMIYHY 3 PETUKYIOIIMTO30M, TPOMOOIIUTOICHIYHA.

Kiacnuna dopma XapaKTepU3y€EThC TIOMIPHOIO rinepruiaziero

IrpanyJIOmUTAapHOIO 1 MCTraKapuonuTapHOI O H&pOCTKiB, 3 HCBCIIMKUM CTYIICHCM
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MErakapioiiTo3 B KICTKOBOMY MO3Ky. KapTtuHa nepudepuydHoi KpoBi THIOBA s
[IM®.

3 KIIHIYHUX JaHuX 0OpH Tpomboritemiunoo (opmoro [IM® HaibuIbII
JIEMOHCTpPATUBHI TpoMO0o3u - 48% 1 remoparii - 12%. Posnagu MikpomupKyssiii
NPOSIBJISIIOTECS. B epUTpoMenanrito  (OUlb B KIHYMKAaxX MalbIliB  KIHIIBOK),
HEBPO3OIOAIOHI CHMITOMATHUIII - 3allaMOPOYCHHI, ITOPYIICHHS CIyXy, 30pY.
TpombOomuTeMiuHa (opmMa XapaKTepHU3yeEThCS TPOMOOIIUTO30M, OOYMOBIICHUX
[1JBULIEHUM YTBOPEHHSM TPOMOOLIMTIB, @ HE 30LIbIIEHHSAM TPUBAJIOCTI iX KUTTH, a
TaKOX 30UTBIICHHSIM YMCJIa METAKAPIOIUTIB, 1X PO3MIpIB 1 MOMIIIIOIIHUX SJIEP.

[Ipu epurpemiuniii popmi IIM®D HapocTaloTh: NMpU MOYEPBOHIHHI LIKIPHUX
MOKPUBIB, 3arajbHa CJaOKICTh, apTepiadbHa TINEPTOHIS, y TIOJIOBUHU XBOPHUX
3'IBIISIETHCST OOJIICHHUM CBEpOIXK MIKIPH MICs BOIHMUX IPOLEIYp Yepe3 cra3a KpoBi, il
rinepBsa3KocTi. [HOAI mepmuMHu IposiBaMH MOXYTh OyTH €pITpOMENANTito, TPOMOO3H
BEJIMKUX apTepii, HEKPO3W MabIliB, 1H(MAPKT MioKapja 1 JIerKoro, 1HCYJIbT. B
KICTKOBOMY MO3KYy TilepIiiasisi €pUTPOIAHOTO 1 TPaHYJIOLMTAPHOIO MApOCTKIB 3
HEBEJIMKUM CTYIIEHEM MEerakapioliTos. Kapruna nepudepuynoi KkpoBi mpu
epiTpemiueckass (Gopmi: MiABUIIEHHS TreMornoOiny moHaa 160 r / a1, epuTpOIUTIB
oubme 6 % 109 / 1.

[Ipu anemiunit dopmi B 50% BumankiB y XBopux OyBalOTh BTOMa, BTpara
Mpane3aaTHoCTi, BIJACYTHICTh ameTuTy, OMiaICTh 3 CyO'€KTEpiYHUM BIATIHKOM, SIKI
IPOrPECUBHO 30UIBIIYIOTHCS B 3aJIEKHOCTI Bl CTyNEHS aHeMli. AHEMIS y XBOPHX
[IM® d4acto BU3Ha4Ya€ KIIHIYHY KapTUHY 3aXBOPIOBaHHS, OCOOIMBO Ha MIi3HIX
cTaisax.

B ocHOBI aHEMIYHOTO CHHAPOMY JISKWTh 3BYXCHHS  IUIAIIapMy
KPOBOTBOPEHHSI 1 HEJOCTaTHICTh KICTKOBOTO MO3KY, JCTOHYBAHHS 1 CEKBECTpallis
EpUTPOLUTIB B 30UIbILIEHIN CENE31HIIl, PIALIE - TEMOJII3 EpUTPOLIUTIB, B OCHOBI SIKOTO
JISKUTHh 200 ayTOIMYHUI KOMITIOHEHT, a00 nedekT MeMmOpanu eputpouutiB. Kapruna
nepudepudHoi KpoBi npu aHeMiuHid ¢opmi [IM®D: 3HMKEHHS TeMOITIO0IHY HMXYe

100 r / 11, peTUKYIOIIMTO3 MpHU remModi3i Ounpine 18 nmpomine. Y Mipy nmporpecyBaHHS
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XBOpPOOM aHEMis HapOCTa€e, BIA3HAYAETHCS IOJIIXpOMasis, aHI30IMTO3, KIUIBKOCTI,
3'SIBIISIFOTHCS KIIITUHU KarieBUIHOT (popMH, PO, SIKE MiCTUTh EPUTPOLIUTH.

B ocHoBi remopariunoro cunapomy y xBopux [IM® Haituactimme neXuTb
TPOMOOIIMTOIICHIS, 3yMOBJICHA 3MEHIIIEHHS MPOAYKIIi TPOMOOIIUTIB, TOCUJIEHHSIM iX
JETIOHYBaHHS 1 JCCTPYKLIEH0 B 30UIBIICHINH CENE3iHIl, pIiaume - MiABUIIEHUM
CIIOKMBAHHSIM B pE3yJbTaTl CHHAPOMY JHCHUMIHOBaHI BHYTPIIIHHOCYIUHHOTO
3ropTaHHsa. ['eMopariyHuil CUHIPOM MPOSBISAETHCA, SK MPABUJIO, HA MI3HIX CTaAIsAX
3axBoproBaHHs. Kaprtuna nepudepuuHoi KpoBi MpH TpoMOOLUTOINEHIYHa (HopMi
[IM®: kinbkicTh TpoMOonUTIB HIKYe 100 % 109 / 1.

V¥ xBopux [IM® BcTaHOBIIEHI NOPYILIEHHS Yy 3ropTyrouiid cuctemi Kposi. Tak,
BusiieHa Yy 30-37% XBOpuX TiNepKOaryisiis CyNpOBOMKyBanacs KIIHIYHO
TpomMOO3aMu, KpoBoTouuBicTIO.  [lpm mabGoparopHOMy OOCTEXKEHHI BIAMIYEHO
IPUCKOPEHHSI 4Yacy 3rOpTaHHsA LUIbHOI KpPOBI 1 IUIa3MHU, 3HUKEHHS aKTHMBOBAHOIO
4acTKOBOTO TPOMOOIUIACTUHOBOIO 4Yacy, MO3UTUBHUMN €TaHOJIOBUN TECT, rajbMyBaHHS
G10puHOIIZy, MIABUIIEHHS IIBUJIKOCTI 1 CTymeHs arperauii TpPOMOOIMTIB 10
aneHosunaudocdary, pucToMilliHa, B MEHIIIH Mipl 10 agpeHaniny. Lli mopymeHHs
crocTepiranucs B 2-2,5 pa3u dacriimie y XBOpUX 3 TpoMOoruTo3ax. Po3BHUTOK
rinepkoaryismii  3a3Hadajgocss Takok y 20% xBopux 3 TpPOMOOIMTOIEHIS.
I'eMopeosoriudi MOpyIICHHS, IO MPOSBHINCS B MIiABUIIEHIA B'S3KOCTI KPOBI 1
IJ1a3MH, B TIJBUINECHHI 1HJEKCY PHUTIAHOCTI €pUTPOIMUTIB 1 KoedilieHTa arperarii
epuUTpoLUTIB, Bia3HaueHi y 70% xBopux 3 TpomOoumrozoMm. LI mopymieHHs
CHoCTepirajgucs B 3 pasu pijiie y XBOPUX 3 TPOMOOIMTONIEHIS 1 HOPMaJIbHUM YUCIIOM
TPOMOOITUTIB.

VY Bcix Bumaakax, migo3pinunx Ha [IM®, HeoOxigHa TpemaHOOWOICis, SKa 1a€e
MOJKJIUBICTh BUSIBUTH XapakTepHy (HuOpoOIacTUUHY KapTHHY. B KiICTKOBOMY MO3KY
npu [IM® cnocrepiraetscs (pi0po3, MOCTYNOBO NEPEXOAUTH B OCTEOMIEIOCKIEPO3.
Ha mouatky 3axBOproBaHHS KICTKOBHM MO30K MPEACTABISIETHCS TIMEPKIITOYHUM 3
MIJBULIEHOI0  KUIBKICTIO  €pUTPOOJIACTIB, TPAHYJOLMTIB, MErakapiouuTiB 1
¢16pobaactiB (kaiTHHHA aza Muenopudpo3a), peTUKYIIHOBI 1 KOIareHOBUK (idpo3.

VY Mipy nporpecyBaHHS 3aXBOPIOBaHHS TNEPKIITUHHUN M030K B 90% BHUMaAKIB cTa€e
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rinoriacTiyHuM. Y i (a3l KicTKOBa MyHKIIiSI MPOBOAUTHCA 3a3BHYall HACHITY
yepe3 MOTOBLIEHHS KOPTUKAJIBHOIO Iapy KicTku. KiabkicTh (10po3HOI TKaHWHU
3HaYHO BapllO€ 3aJeKHO BiA cTafli XBOpoOM. 3pOCTaHHSA KICTKOBOI TKaHHWHH,
OCTEOMIEJIOCKIIEPO3 3YyCTpivaroThCs Habarato piame. Mik cMyramMm CKJIEpO3y
MOXYTh TiepeOyBaTH OCTPIBI[l AKTUBHOIO KPOBOTBOPEHHSI KICTKOBOTO MO3KY.
Hepigko Ha 3pizax i1 BIZOMTKAaX MOMKHA CIIOCTEpITaTH aTUIIOBI METaKaplOIUTH, SKi
BIJIPI3HSIOTBCS BEJIMKUMH PO3MIpaMHU 1 TOTBOPHICTIO OymoBH. B cramii ocsitu
HETMOBHOILIIHHOK OCTEOIAHOI KICTKH PI3KO 30UIBIIYETHCA YUCIO TPaOEKyJ, 110 MAalOTh
XUMEPHUN BUIIISI, 3BYXXYIOThCSI KICTKOBOMO3KOBI MPOCTODPY, 3alOBHEHI TSHKaMH
CHIOTYYHOI TKAaHWHHU 1 CKOPOYCHHM KPOBOTBOPHUX KICTKOBUM MO3KOM. B okpemmx
MOJISIX 30py BHJIHO >KMPOBa TKaHWHA, mepin sikoi Oyno. CrocTepiraloTbesi BUTIAIKA
acorriamii Mieaopudpo3a 1 OCTEOCKIEPO3y 3 TOBHUM YKHUPOBUM IEPEPOKEHHIM
KICTKOBOT'O MO3KY, 4YacTill€ B OJHOMY 1 TOMY X Mpernapari € JUISHKH JIOKaJbHOT
rinepriaszii KpOBOTBOPHUX KIIITUH, TMOPYY - JUISHKA OSKHPY, T'PyOOBOJIOKHHCTY
Mies0huOpo3a 1 0CTEOCKIEPO3Y.

VY cenesiHll 1 B MEYiHI BUSBIAETHCS TPHOXPOCTKOBOTO KPOBOTBOPEHHS 3
JoKajizalli€e B cuHycax. MOoKy/sIpHa CTPYKTYpa 4acTo 30epiracThes, aje B JEIKUX
BUIIAJIKaX 3aXBOPIOBAHHS BOHA MOPYIIYETHCS; (POJIKYIN MAIUX PO3MIPIB, € BOTHHILA
¢16po3y,  BIAKIQJACHHS  TEMOCHICPHHY, 30UIBIIEHWH  BMICT  Makpodaris.
[lepeBaxaroTh  €JE€MEHTH  EpUTPOIOE3y, aje 4YacTl BHUMNAJAKUH  IEPEBAXKHO
IPaHyJIONUTAPHOIO a00 MerakapioliTapHOW CIPSMOBAaHOCTI, MIEJIOIIHOI MeTarlasii.
OcobnmuBicTIO eKkcTpaMmenyisipHoro remorioe3y npu [IM® e ioro mokamizaiis B
CeJIe31HIIl 1 MEeUliHIli, MPOTe 3piJKa MaToJI0roaHaTOMIYHUM BiH BUSIBIISETHCS 1 B 1HIINX
opraHax (JiereHi, HHUPKH), a TaKOX B ME3CHTEplaTbHUX ab0 3a04YepEeBHHHHX
JiMpaTUIHUX By3JIax.

Inwi 1abopamopHi noKa3HUKU

[TinBuiieHHs CUPOBATKOBO1 JIykHOi (ocdara3m 3HAXOAUTHCS BIAMOBIAHO [0
ctyneHss wmiejonponidepatuBai iHGIbTpamii B neuidmi. Y 40% Bumaakis
HiABUILEHUN pIBEHb 3araibHOro OuTipyOiny, y 50% marieHnTtiB myxHO0i docdarasu i

AJTT.
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[TaTomnorii HUPOK crpHUse€ iX 3MINEHHS 301TBIIIEHOI0 CEIE31HKOI0 200 MEYIHKOIO.
B 60% BumnaakiB mijBUIIEHA CEYOBUHA 1 301IBIIICHUHN PIBEHD JIAKTATAET1IPOTCHA3H.

[linBuiieHHs pIBHS CEYOBOI KHCIOTH B CHPOBATII KPOBI CIIOCTEPITa€ThCs
nocuth yacto (y 40% XBopuX) y BUIJISII YPUKEMHUU 1 YPUKO3YPIi, 110 MPU3BOIUTH 10
PO3BUTKY mieJloHeppUTy, HePpockiIeposa, apTepialibHOI, HUPKOBO-MIAPEHXIMATO3HOT
rinepreHsii.

[NnepkanbiiiemMiss BUSBISETBCS Y XBOPHUX 3 OCTCONITUYHUMU KiCTKOBUMU
ypaXeHHSIMH. PEHTTeHONOr14HI KICTKOB1 3MiHU BiJI3HA4YaIOThCs B OuUTbil HIXK 50%
BUITQJIKIB: OCTEOCKIIEPO3 - Y 65% XBOpHUX, 0cTeornopo3 - y 15% XBOpHUX 1 0OCEpeIKOBi
po3pimkeHHs - y 20% XBopHX.

Hiaenocmuyni kpumepii

Bepudikamis I[IM® Ha choromHi 3MIMCHIOETHCS 3TiAHO 3 J11arHOCTHYHUMU
kputepisimu BOO3 (2008 p. 3 mozidikarieto 2016 p.) Ta rpyHTy€eTbCs Ha KOMO1HAIIIT
PEe3YNBTATIB T1CTOMOPQOJIOTTYHOTO JOCTIHKEHHS TPEMaHO0101TaTy KiCTKOBOTO MO3KY
3 MOJIEKYJSPHO-T€HETUYHUM aHaJ130M 3pa3KiB KICTKOBOIO MO3KY a0o0 nepudeprudHoi
KpOBi, MeTOI0 sikoro € Bu3HaueHHs MmyTtauii JAK2 V617F abo iHmuX KIOHaIbHUX
Monekysipaux MapkepiB (MPL WS515K/L, myramis CALR a6o iH.) Ta oIiHImi
KJIIHIKO-T€MaTOJIOTTYHHUX MOKA3HUKIB.

OcHo6Hi: TEHeTUYH1 KJIOHAJIbHI MapKepH, BKa3aHl BUINE;, BUKIIOYCHHS 1HITUX
MmienonpoiaideparuBHux HoBoyTBopeHb uu  MJIC; B TpemaHoOionrari k/M
BU3HAYAETHCA Mpodidepanis KIITHH MErakapiolUTapHOTO psiay 31 3HAKAMU aTuIlli, y
MOETHAHHI 3 PETUKYIIHOBUM a/ab0 KojareHoBUM (hiOpo3oM (3a BiACyTHOCTI (iOpo3y
3MIiHU MerakapioltTiB CYNPOBOIXKYIOThCS 1BULLIEHOIO KJIITUHHICTIO,
npoidepaliero KITHH TPAHYJIOIUTAPHOTO PAY 1 9aCTO 3HUKCHUM €PUTPOIIOE30M);
BIJICTYHICTh PEAaKTUBHOTO PETHKYJINHOBOTO (hiOpo3a K/M.

Mani kpumepii: anemis, He TIOB’si3aHa 3 KOMOPOIJHUMU CTaHAMHU, JIEUKOIIUTO3
11,0 x10%/n1 i 6inblue, criieHoMerais BU3HayeHa naabnaropHo, JIJIT 6inbine HopMy,

Jlns BcraHoBieHHs AiarHo3y [IM® HeoOXigHOIO € HasBHICTh 3-X OCHOBHUX

O3HaK 1 1-oro MiHOpHOTO.
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Judepenmianpuuii aiarno3 [IM® npoBoauThCs B MepIry 4epry 3 XpOHIYHOIO
MI€JIOLMTAPHINA JIEHKeMii 1 CIpaBkHiM nmominuTemMii. [HIIMM Ba)KIMBUM 3aBIaHHSAM
€ nudepenuianpia aiarnoctuka [IM® 3 BropuHHNM Mi€a0(}i0po3.

MiHOpHUI BTOPHHUN pEaKTUBHUN PeTHKYIIHOBHHM (i6po3 (1 cTymiHb) K/M
3yCTpidaeTbcsa NpH 1HQEKIIAX, ayTOIMYHHUX IMpOLECaX, XPOHIYHUX 3alaleHHSX,
TiM(DOITHUX HOBOYTBOPEHHSIX, METACTa3aX IMyXJIMH, TOKCHYHUX MI€JIOTATHSX.

Big xponiyHoro mienosneiko3sy Mienodiopo3  BIAPIZHIETbCA  OLIBIIOIO
ToOpOsIKICHICTIO TIepebiry, BincyTHICTIO Ph-xpoMocomu; KiTBKICTh JIGUKOITUTIB TIPH
Mieno(]iObpo3i He MocArae€ BUCOKHUX HHU(P, «IIOMOJIOAMIAHHS» JEHKOTpaMu MEHIII
BUpaKEHE, a Ha TIEPIINii IJIaH BUCTYIAE CIITICHOMETaTisl.

Big CII igiomarnunuii MieaodiOpo3 BiAPIZHAETHCS KOPOTKOKI TPHUBATICTIO
epuTpeMiuHoi pa3u, CyTTEBUMHU TelaTo- Ta CIUICHOMET A€o, BIACYTHICTIO (h10po3y y
KicTKax. MDKHapOAHOI poOOYOK0 Tpynorw 3 JAOCHKeHHS Ta JikyBaHHsa [[IM
(IWG-MRT) 3amporioHoBaHi JI1arHOCTHYHI KPUTEPil JUIsI TOCTEPUTPEMIYHOTO 1
MOCTTPOMOOIIMTEMIYHOTO Miesohudpo3a.

OcHoeni Kpumepii: NOKyMEHTAJIbHE MiATBEPIKCHHS MOMEPEAHbOTO TiarHO3y
ICTUHHOI TToymuTeMIi a0 eceHIlaIbHOI TPOMOOITITeMil 3a KpuTepisiMu BececBITHROT
oprasizaiii OXOpOHHM 3JI0pOB's; KICTKOBOMO3KOBOrO  (iOpo3 II-IIl crymens
(BignmoBigHO 1m0 €Bpomeiichkoi kiacudikaiero) 1 III-IV crynens (BianmoBigHO 10
CTaHJapTHOT Kiacudikarii).

Jlooamxosi kpumepii (MOTPIOHO 2 KpHUTEpis): aHEMIisl (3HUKCHHS TEMOTIIO0IHY
y 4onoBikiB Hk4ue 140 v / 1, y xinok 120 r / 1, abo Tpuanuii Ha 20 T / 11 HIOKYE
BUXIJTHOTO 3HAYE€HHs) a00 TpHUBajia BIICYyTHICTh MOTPEOU B IUTOPETYKTUBHIN Teparmii
3 MPUBOAY EPUTPOIMTO3Y MPHU CIpaBKHIN momunutemii 1 TpomboruTo3a mpu ET;
JedKoepuTpoOIacCTUYHA KapTHHA MepudepudHoi KpoBi;  30UIBIICHHS PO3MIPIB
CeJe31HKH OuIblIe 5 ¢cM; 30UIbLIEHHS PIBHS CUPOBATKOBOI JIAKTATAET1IPOTr€Ha3! Mpu
€CeHIIANIbHIN TpoMOonMTeMil; mosiBa 1-0r0 1 OuTbIIE 3 3-X CYMYTHIX CHUMITOMIB:
3HIDKEHHS Macu Tina Owieme 10% 3a 6 Mic, HIYHA INITIMBICTH, ITIABHIICHHS

Temneparypu Tina oiunsire 37,5 © C.
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3a eBpomeiicbkoro kiacudikariero npu -1 cTymeHsx KiCTKOBOMO3KOBOTO
¢10po3y €: audy3Ha, yacto rpyOy BOJIOKHHUCTa Mepeka 0e3 O3HaK KoJjiareHizarlil
(HeratuBHMI pe3ynbTar (apOyBaHHA Ha TPiXpoMm) abo rpyda BOJOKHHCTA MEpexa 3
JIJISTHKaMU KoJIareHi3allii (lo3uTUBHE 3a0apBJICHHS HAa TPIXPOM).

3a crangaptHoro kiacudikamiero III-IV crynenst kictkoBomo3koBoro (hidpo3y
€: mudy3He abo MIIbHE 30UIBIIEHHS KUIBKOCTI PETUKYIIHY 3 MHOXHHHUMH
NepeTHHaMM;  1HOAI TUIBKM OCEPENKOBI MYydYKH KojlareHy 1 / a0o BOTHHUIIA
ocTeockieposdy, abo gudy3He 1 1IIbHE 3OUTBIIEHHS  PETUKYIIHY, IO
XapaKTepU3y€EThCS MHOXHHHUMU TIEPETHHAMH, 3 TPYOMMHU MyYKaMH KOJIAreHy, YacTo
CYIIPOBO/IXKY€THCS 3HAYHUM OCTEOCKIEPO30M.

Jlughepenyianvra diacnocmuka 3 xgopobamu i3 HaseHicmio Qiopo3)y.

[Ipy KiCTKOMO3KOBOMY TyOEpKyJIb0O31 cejie3iHKa 301IbIITyEThCS HE3HAYHO, 1 Ha
NEepIINA TIaH BUCTYINAIOTh CHUMIITOMHM 1HTOKCHKalli. B aHami31 KpoBi, K IpaBuio,
OyBa€ MOHOLIMTO3. BUABIAIOTH B KICTKOBOMY MO3KY TpaHyJhOMAaTO3HI BOTHHMINA 1
MIKOOAKTEPIH TyOEepKyIb03Y, IO € OCHOBHUM KPUTEPIEM JIJIsi TOCTAHOBKH JI1arHO3Y.

Cepen myxJuH, L0 BPaXkalOTh KICTKOBHM MO30K 1 BHKJIHMKAIOTH (HiOpo3,
HaWOLIBII YacToro € giMdorpanyiabomaros. loctpuil neiko3, mgiMdomu, 110
OPOTIKAIOTh 31  CIUIGHOMETaJli€l0,  JIErKO  BIAPI3HUTU  3aBISKH  YITKUM
nudepeHIiaIbHIM O3HAKaMH.

Ocreonierpo3 nerko BiapizHUTH Big [IM®, Tak sk BiH MOYMHAETHCS B
JUTUHCTBI 1 PIIKO Ma€ JIEUKOEPUTPOOIACTUUHY KAPTHHY.

I[Ipu  mudepenmianbroi  mgiarHoctuku  [IM®  Big  HEOIJIACTUYHOTO
OCTEOCKJIepo3a HEOOX1JHO BpaxOBYBaTH: HAsSBHICTh B aHaMHE3l MyXJWHHHUX
3aXBOPIOBAaHb, HASIBHICTH O3HAK METACTa3yBaHHS B KICTKHU (Ocairii), B 1HIII OPTaHH,
BU3HAUEHHSI XapaKTEepHUX KIITUH HEOIIa3id, BUSABICHHS BOTHHUIL JAECTPYKIIi 1
nudy3Horo ocreockiepos3a. PakoBuil ckiepo3 Bij Mie€s10(hiOpo3y BiJIpi3HSIE HASIBHICTD

NyXJUHHUX KIITHH Y Mi€Jorpami Ta TPEermaHo010nTari, BI/ICYTHICTIO CIIJIEHOMETalli.

Jlixyeanmns
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[Ipu mpusHavyeHHi Tepamii mieaohpudpo3a qyke BaAXKIUBUMHU € BUKOPUCTAHHS
MPOTHOCTUYHUX CHUCTEM OIIIHKA PHU3UKY IS MAIli€HTIB, O0'€KTHUBI3AIliS OIIHKU
NEPCTICKTUB TMAaIlieHTa TMPW BU3HAYEHHI JIIKYBaJbHOI TakTHKU. lle Bumarae To4HOi
MOCTAHOBKHM JI1arHO3y Ha MOYATKOBUX €Tanax 3 MOJAJBIION MEPEOIIHKOI PU3HKY B
MpoIeCl CIOCTEPEKEHHSI 3a TMAI[lEHTOM 1 BIAMOBIJHOIO aJamnTalli€ro Teparii.
HeoOxiaHicTh Takoro miaxody MOB'si3aHa 3 THM, IO MAIIEHTH TOCUTH JOBTO KUBYThH 3
[IUM 3aXBOPIOBAHHSM 1 3 4YaCOM KJIIHIYHA CUTYyallis MOK€ 1ICTOTHO 3MIHUTHCS.

[TporHOCTHYHO HECTIPUSATIUBUMH ISl TIEpeOiry 3axBOPIOBAHHS €. BUPaXKeHA
anemisa (HB menme 100 r / 1), mOXuaui BiK, KUTbKICTh JIEHKOIMTIB 3HUKEHO (MEHIIIE
4,0 r / 1) abo migBumenui (6uibme 30,0 T / 1), HaABHICTH OJAcTiB B nepudepiiiHiii
KpOBI , aHOMaJIBHHUI KapioTurl, Bucokuil pieeHb CJI34 + xmituH, a Tak camo JAK?2
MyTallisl.

[loka3aHHssM 10 mMoOYarKy npoBeaeHHs Tepamii npu MO € mnporpecis
3aXBOPIOBAHHSI Y BUIVIS/IL: 3HIDKEHHS PiBHSI reMonio0iny Hipkde 100 r/ 1, neiikoreHis
MeHiie 4 1/ 1, abo aekoruTo3 OiabIne 30 1/ 1, 3SMEHIIIEHHS KIJTbKOCTI TPOMOOIIUTIB,
CIUIEHOMETaisl, aHOMaJIbHUHM KapioTuM, HasBHICTh JAK?2 myTarii.

Tepamis [IM® pizHomaHITHA 1 3aJ€XUTh BiJl (OPMHU, CTali 3aXBOPIOBAHHA 1
BKJIIOYa€ B ce0€ 3acTOCYBaHHS UMUTOCTATUYHMUX IMpenapariB: TiIpoKcHKapOamis
(rimzpokcuMoOYeBWHA, Tiapea), wMiigepan (OycynbdaH, Muenoca), KIaapuoiH,
[JTIOKOKOPTUKOCTEPOI B (MPEIHI30JI0H, JAeKCaMeTa3oH), 1HTepdepoHiB (1adepodioH,
peadepon, podepoH, IHTpOH-A), aHIpOreHiB (PeTaboIIii, OKCIMETa30H), TPOMEHEBOI
Tepamii Ha 00JacTh CeJe31HKH, TeMOeKcdy3ii, Je3arperaHTd 1 SK eram Teparii
3aCTOCOBYETHCSI ONEPATUBHE BHJIAJCHHS CEJIE3IHKH, AaJIOTCHHA TpaHCIUIaHTAaIlis
ctoBOypoBux remonoetrnanux kiaituH (TCI'K).

[Ipy  poO3BUTKY aHEMIYHOTO CHHAPOMY TMPOBOISATH  remMoTpaHcdy3ii
KOHIIEHTpaTy epuTpoiuTiB. [lpu HEOOXiIHOCTI XenaTHUX Tepamis necdepanom aJis
BUBEJICHHS 3ajli3a 1 TOMEPEIKEHHS PO3BUTKY Te€MOXpPOMAaTo3a, JI0 SIKOTO MOXYTh
HABECTH YUCJICHHI reMOTpaHCcy3ii.

3acTocyBaHHSI KOPTHUKOCTEpOiAiB mpu aHemiuHii ¢opmi [IM® mnos'szaHo 3

y4acTiO IMyHHHMX IIPOIIECIB 1 aKTHBAII€I0 CHUCTEMHU KoMIuieMeHTy. IlpemaHizosoH
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npu3HadyaTh B J031 1 mMr / kr / go0y. MoxiuBe mpu3HAuYEHHS MPEIHI30JIO0HY B
NO€HAHHI 3 I1HIIMMHU XIMIOTEPANeBTUUHUMU TpernapaTtaMy, YUM JOCSTaeThCs
OUTBIIHIA e(EeKT.

JlikyBaHHs aHeMmiuHId ¢(opMu 0€3 PETHKYJIOIMTO3a IIPEACTaBIs€ TIEBHI
TPYAHOLII, TaK SIK IPEIHI30J0H B [IbOMY BUIAAKy Hee(peKTUBHUN. € NMEBHUN JOCBIA
JiKyBaHHS 1i€i (opMu aHeMii mpernapaTaMu PEKOMOIHAHTHOTO EPUTPOIMOETHHY
(emoBiTaH, TeMakc, eno010KPHH, €IOKPIH, PEKOPMOH, €IPEKC) - B MoYaTKoBIH 1031 10
tuc. On. TpH pa3u Ha THXKICHB, [0 Mae Mo3uTUBHUN eekT y 40-50% mariieHTiB.

B cranii wmienonponidepartii  (30UIbIIEHHS JIEHKOLUTIB, TPOMOOIUTIB) 1
IPOrPECUBHOMY 30UIBIIEHHI CEJE31HKU T[0Ka3aHO LMUTOPENyKLIMHA Tepartis.
HaiiGinpm 9acTo 3 NUTOCTAaTUYHHMX IMparapariB 3aCTOCOBYIOTH T1APOKCHUKapOamij.
JlikyBasibHa no0OoBa no3a 15-20 mr / xr Barm Ha n0o0y. IlotimM xBopuii oTpumye
niarpumytouy o3y 500 Mr Ha go0y abo uepe3 aAeHb. JliKyBajdbHUM eQekT
IPOSIBISIETBCA TIIBKU MPH MPUHOMI Npernapary, CKacyBaHHs )K€ HOoro Mpu3BOAUTH 110
BIJIHOBJICHHS TIEPBICHOT CUMIITOMAaTUKU

Minepan -BenukoOpuranis (6ycynbdan-CIIA, mienocan-Pocis) moxe Oytu
edekTUBHUM B cTaaii mienonpomidepartii. JlikyBanbHa 10060Ba 1032 2-6 MT IPOTATOM
1-2 mic. Kypcosa no3a 300 mr 3 mepepBoIo B JIIKyBaHHI 3-6 Mic.

Knanpubin pexoMeHIyeThCsl TMali€eHTaM 3 pedpakTepHOCTHI0 [0 I1HIIHMX
MeromiB Tepamii.  [lpemapar mnokazaHuii mOpu TPOMOOLMTO31, JIEMKOLMTO31 1
IPOrPECYroUoi remaroMeraiii mcis creHekTomil B 1031 0,05-1 mr / kr mpotsirom 7
JTHIB B MICSITb (10 5 IIUKITIB).

Crnig 3a3Ha4WTH, MO BCA IUTOCTATHYHA Teparlis MOBHHHA IMOEIHYBATHUCS 3
OpU3HAYCHHSIM aJJIONyPUHONY B 3B'A3KYy 3 MIJBHUIIEHHSAM pIiBHA YpHKeMil 1
MO>KJTUBICTIO PO3BUTKY CEYOKHUCIIOTO JI1aTe3y.

[Ipenaparu iHTepdepoHa-anbda HailOUIBI e(PEKTUBHI BIIHOCHO MIJBUILIEHOTO
KUIBKOCTI TPOMOOITUTIB 1 €PUTPOLMTIB, 1 MEHIIE - MO0 IMABUIICHOT KIJIBKOCTI
jeiikouuTiB. BcTaHOBIEHO, 1O B psAAl BUMAJKIB Mpenaparu albda-iHTepdepoHy
NPUIHAHAIOTH Tepedir 3axXBOpIOBaHHA. SIK MpaBuUio, 103a 1HTEp(EpOHy CTAaHOBUTH 5

MiH MO 6 pa3 B TWXJIEHb B MEP10J] IHAYKIIIT peMicii, Jajai Ipu 3MEHIIICHH] CeJIe31HKH
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Ha 3/4 1 HopMai3allii MOKa3HUKIB TPOMOOIUTIB, €PUTPOIIMUTIB 1 JCHKOIUTIB XBOPOTO
NEepeBOIATh Ha MATPpUMYIOUY Teparito - 3 MiiH MO 2-3 pa3u Ha THXACHB, 5 MJIH Ha
THXACHb B 3QJICKHOCTI BiJI MOKa3HUKIB KPOBI, Ky 3aCTOCOBYIOTH HE MEHIIIE POKY, a
npu J00piii mepeHocuMocTti 2-3 poku. Hepinko depe3 moraHy HepeHOCHMOCTI
npenapary 03y 3MEHIIYIOTh ad0 BIAMIHSIOTh, 3aCTOCOBYIOTh YaCTIILE B MOJOAOMY
BiIIl.

AHarpemnisy J103BOJISE KOHTPOJIIOBATH TiNEPTPOMOOIIMTO3 Yy  MAIlEHTIB,
pedpaKkTepHUX 10 IHIINX BUIIB Teparii.

JlikyBaHHSI TPOMOOITUTOIEHIYHOT (OPMU TMPOBOJUTHCS KOPTUKOCTEPOITHUMHU
TOPMOHAMHU: TPEAHI30JIOH Mpu3Ha4aroTh B 1031 15-40 wmr, iHomi 60 mr / moly
OpoTSIroM 4 THXKHIB 3 HACTYITHUM MOCTYIOBUM 3HIDKEHHSIM /1034 Ha 2,5 MI' KOXH1 3-5
JHIB JI0 TIOBHOTO CKacyBaHHsA. B mepion npuiioMy KOPTHKOCTEPOIIiB HEOOX1THO
OPU3HAYATH COJII Kalilo, 1HrIOITOPM HPOTOHHOI IMOMITM, KOHTPOJIOBATU TIIIOKO3Y
KpOBI, apTepiajIbHOTO TUCKY, CTAHy €MiracTpiio.

Pentrenorepanis Ha 00acTh CEJIE31HKU Ma€ MaiaTUBHUN edekT 10 2-6 mic. 3
oAy Ha il KOPOTKOYACHICTh, YACTE PO3BUTOK CTIMKOT MAHIIUTOICHII, TABUIIICHHS
PHU3HKY KpOBOTEU, TOKa3aHHS JI0 MPOMEHEBOT Tepariii 0OMEXeHi.

CruieHeKToMIsl 3aCTOCOBYEThCA B SIKOCTI NAJTIaTUBHOTO 3aXOy
opu  TimepcIyieHoMeranii, pedpakTepHii  TPOMOOIMTOMEHIT,
HEKOHTPOJILOBAHOMY T'€MOJIi31, PO3BUTKY MOPTAJIBbHOI TinepTeHsii, kpoBored. He
BCTAHOBJIEHO 3B'A3Ky MK CIJIEHEKTOMIEID Ta PO3BUTKOM JIEWKEMIYHOI
TpaHchopmarii.

B nanuit wac nns nikyBanus [IM® npusnavaroTs npenapaty, 10 IpUrHIYyIOTh
aHrioreHe3 (TaligOMia, JEHATIAOMIN SK B MOHO PEXHMI, TaK 1 B TIOE€IHAHHI 3
npeadizononoM). Tamigomin B 1031 300 Mr Ha m00y mOpu3HA4YalOTh TPHU TapHIHA
NepeHOCUMOCTI Ha TpuBamil mnepioa. Y 50% XBOpUX OCSTaeTbCsl 3MEHIICHHS
anemii. binbm Xopomn pe3ynbraTd 31 3MEHIIEHHSM a0o0 JIKBIJAIIE0 aHEMIYHOTO
cuagpomy y 70% mnarientiB [IM®, Tpombouutonenii y 75%, 3MeHIIIEHHSIM PO3MIpiB
cene3inkd B 19% BuUMankiB oTpUMaHi Npu MpHU3HAYEHHI Malux 103 Tamigomigy (50

MI' Ha 700y B moe€aHaHHI 3 mpenaHizosoHoMm 0,5 mr / kr / moOy). JleHamigomina
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npu3HadaTh 1Mo 10 Mr Ha 100y, a npu KIILKOCTI TpoMOoIuTiB HUx4Ye 100 T/ 1 1mo 5
MT Ha 100y MpOTIroM 3-4 MiCsI[iB, IPU OTPUMaHH1 €(eKTy Teparliio IPOJAOBKYIOTh 10
2 pokiB B /031, IO 3HMWKEHA HAmoJoBHHY. [lOBIZOMISETHCS MPO HOpMAaTi3aIliio
KUTBKOCTI TPOMOOIUTIB y 50% maIieHTiB 1 epUTPOLUTIB Y 25% XBOPHX.

IctoTHO BIUIMHYTH Ha nepedir MieaopuOpo3a T03BOJIUTH BOPOBAKEHHS B
KIIIHIYHY TIpakTUKy iHTi01TOpa JAK2-KiHA3M - pyKCOMITIHIOY 1 HEMIOAABHO CXBaJCHUMN
benparunioy.

[losiBa HMX mnpenapariB cTajo peBOMIOUIAHUM B Teparii M®, oCKUIbKH
JIO3BOJISIE JIOCSATTH PETrpecy 3aXBOPIOBAHHS 1 3HAYHOTO TOJIMIICHHS SKOCTI JKHTTS
nanieHTiB. IlepeBara ix B TOMy, 10 BOHHM BIUIMBAIOTh K Ha MO3UTUBHUX M0 JAK?2
MyTaIllii Maimi€HTiB, TaK 1 Ha HETaTUBHUX MO JaHIA MyTarlii XBOpuX, 1 €(heKTUBHUN
HaBITh y MAII€HTIB, Y AKUX HE i€ Oyab-sAKe 1HIIEC CTaHAAPTHE JIIKYBaHHSI.

EdexTuBHICTE MpPOBEAEHOI Tepallii OLIHIOETHCSA 3a HACTYIHUMU KPUTEPISMU:
MOBHOTA BHUKOHAHMX JIIKYyBaJbHUX 3aXOJliB;  3MEHIIEHHS PO3MIPIB CEJIE31HKH;
HasBHICTb  YCKJAAHEHb (reMopariyHi, 1H(EKIiiH1); CTYMiIHb HOpMai3alii
71a060paTOpHUX MOKA3HUKIB, OIlIHKA MAIIEHTOM SKOCTI XKUTTS; TPHUBAIICTH MEPIOTY
HeMpale3AaTHOCTl; Trpyna i1HBAIIJHOCTI; TPUBAIICTh OE3PEIUIUBHOIO IEPIOaY
3aXBOPIOBAHHS; 3arajbHa TPUBAIICTb KHUTTS.

Biakpurts HoBux mytamiii npu XMIIH crnpusie po3poOIli HOBHX JIKapChKUX
npenapariB, IO JalTh HAAI0 Ha 3MEHIIEHHS KIIHIYHUX TIPOSBIB XBOpPOOU 1
IMOJIINIIEHHS SIKOCT1 YKUTTS I1AI[ICHTIB.

Kpumepii pemicii

[ToBHa pemucis: HopMamizaiiss piBHA reMornoOiny (> 120 r / 1); KUIBKICTb
tpoMOoruTiB > 100 I' / ;1; abcomoTHe uncio HeUTpodiniB B nepudepudHiii Kpoi >
1,5 T' / m; BiACYTHICTH JISHKEMUUYHOI 1HPIIBTpALl TPH TPEnaHOOMOMCii (TICTOIOTIUHE
JOCJIIJIKEHHSI KICTKOBOTO MO3KY); BIZCYTHICTh 1HIIMX CHMIITOMIB, XapaKT€pHUX JJIs
[IM®. YactkoBa pemicis: 3MEHIICHHS pPO3MIpIB TEYiHKK 1 cene3inku Ha 50%;
HOpMaJi3aiisi TOKa3HUKIB nepudepudHoi KpoBi. PeuuauB Ta nelikeMUyHa
TpaHcopMallisi 3aXBOPIOBAaHHS: BUKOPUCTAHHS aJIbTEPHATUBHUX METO/IB Teparii npu

peuuausi IMO.
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EcenniagbHa TpoMOonuTeMist

MKX: D 47.3

Ecenmiansaa tpomOorutemis (ET) € Ph-Big’emaum mienonpomideparnBHAM
3aXBOPIOBAHHSIM, SKE BHHHUKA€ BHACHIJIOK KJIOHAJIBHOI TpaHcdopmaliii Ha piBHI
CTOBOYpOBUX I€MOMNOETHYHUX KIITHH. 3aXBOpIOBaHICTh cTaHOBUTH 2,0 Ha 100 TucC.
HACEJICHHS.

Kninixa

TpuBanuii yac mnepedir xBopoOu Moxe Oyt Oe3cumnToMHUM. I[leprmm
IpOsSIBOM 1i MOXYTh OyTH TpPOMOOTHYHI YCKJIQJHEHHS PI3HOTO XapakTepy Ta
JoKaui3alli: aprepiajgbHi a00 BEeHO3HI TPOMOO03U, TPOMOYBaHHS IpIOHMX 200 BEIMKUX
cynuH. XapakrepuuMm cumntomoMm ET € eputpomenanris (0o B KIHUMKAX MAJIbIIIB),
sKa crocTepiraeTbest y 85% mnarieHTiB.

MoxyTb OyTM MOpYLIEHHS MO3KOBOIO KpOBOOOITY: TOJIOBHHMHA  OLjb,
3HENPUTOMHEHHS, 3anamopoueHHs. Y 10-15 % XBOpuxX TOJIOBHHM HpPOSBOM €
HiJBUIIEHA KpPOBOTOUMBICTh. CHoOCTepiraerbcsi, Tak 3BaHHUM, «TPOMOOLUTEMIUHUN
napanokc». CyTh HOTO MOMSITaeE B TOMY, IO TIPH 30UTBINIEHH] KIJTLKOCTI TPOMOOITUTIB
o 1000-1500 I' / n BuHUKaOTh TpoMOO3M, a TMpU OUIBII BHCOKOMY
rineprpombonuto3l (mo 3000 I' / m) 3'aBiserbcsi BUpakeHa KPOBOTOUYMBICTH -
«HabyTHit cuHapoMm BimneOpanga». Y KIHOK penpoayKTHBHOTO BIKY XBOpoOa MOXKe
MaHi(ecTyBaTucs TOBTOPHUMHU BUKHIHAMH. Y 50% malli€HTIB CHOCTEPIraeThCs
HEe3HauHe 30UIbIIEHHS CEIe31HKH, 1110 3yMOBJICHE JICTIOHYBAHHAM TPOMOOLIUTIB y Hii,
a HE eKCTpaMeayIsipHUM KPOBOTBOPEHHSM. 3HAYHE 30UIBIICHHS CEJIe31HKH MOXKE
CIIOCTEPIraTUCh Y XBOPHX, SIKI MEpEeHecIn TpoMOO3 y CUCTEMI BOPITHOI BEHH 1, K
HACJIIIOK, MAlOTh MiNEUYIHKOBY MOPTAIbHY TIMEPTEH31I0, KA 3yMOBIIIOE 301JIbIIICHHS
cene3iHku. Y pizaux cragisix ET wMoxe TpancdopmyBaTucs B 1HIIE
MienomnposidepaTuBHe 3aXBOpIOBaHHs. J[larHOCTMKa 3OIMCHIOETBCS  3TIAHO 3
pe3yJabTaTaMu HAaCTyIMHUX J1abO0paTOpHHUX MOCHIHKCHb: 3arajbHU aHami3 KpOBl 3
nigpaxynkom tpombouutiB. s ET xapakrepHuil nepcuctyrounid TpoMOonuTo3 (>

450 I' / 1), reMOrno0iH 1 KUIbKICTh €pUTPOLUTIB y HOpMi, Y 50% XBOopuX 301IbIIEHA
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KUIBKICTh HeHTpodinbHUX JedkoruTiB, npore He Buie 20,0 I' / 1. CrepnanbHuit
NYHKTAT - TINepIuia3is MErakapioudTapHOTO MapOCTKa B KICTKOBOMY MO3KY MpHU
BUKJIIOYCHHI 1HIIUX MI€NONponiepaTUBHUX 3aXBOPIOBaHb, MIEIOIUCIUIACTUYHOTO
CHHJIPOMY Ta MPHWYMH JJISI PEaKTUBHOTO TimepTpoMOoIuTosy. TpemanoOioncis -
KoJIareHOBHi (h10po3 KICTKOBOIO MO3KY BICYTH1M a0o 3aiimae <1/3 00'emy Oiomnrary.
Koarymorpama ta Bu3Ha4YeHHS (PyHKIIT TPOMOOIMTIB - MOKA3HUKH KOATYISIIITHOTO
reMoCTasy B HOpPMi, 3HW)KEHA arperaiiiHa (yHKIis TpOMOOIMTIB (3 KOJAreHOM,
TpoMOOKcaHOM A2). Bu3HaueHHs BMICTY CHpPOBaTKOBOIO 3aji3a - BMICT
CHUPOBATKOBOTO 3ajlizda B HOpMi. [luToreHeTwuHe MOCTIIKEHHS - BIJICYTHICTh
dinanensdiicbKoi XPOMOCOMH K nepeOya0BU reHa ber-abl.
MonekynsapHO-TEHETUYHE JOCHIDKEHHS — BU3HadeHHs wmyTamii V617F JAK2.
JlonarkoBo 3a kpurtepismu, 3rigHo 3 Polycythemia Vera Study Group 1 monudikarii
Murphy S. 31 cniBaBropamu: - TpomOormto3 > 600 I' / 1; remarokputr < 40 abo
HOpMajbHa Maca epuTpouuTiB (< 36 Mi1 / KT — 4ONOBIKH Ta <32 MII / KT - )KIHKH);
no3uThBHA peakiis (dhapOyBaHHS) Ha 3a7i30 B KICTKOBOMY MO3KY UM HOPMaJbHUMN
CepenHiil 00'eM EpUTPOITUTIB.

3aBASKM  BIAKPUTTIO poJi  TEHETHYHUX MyTamii kiHazu JAK2, ska
3yCTpidyaeTbca B mojoBuHI BunaakiB ET, akryansHumMu € momudikaiii KpuTepiiB
nmiarHoctuku PVSG (C.N. Harrison, 2007): y pa3si BusiBaeHHst myTariiit V617F JAK2
JIOCTaTHIM € BUKJIIOYEHHS 1HIIUX MI€JonpoiihepaTUBHUX 3aXBOPIOBaHb (CIPaBKHS
MOJIIIIATEMIsI, ilonaTHIHu Mieaodiopo3) abo MIEIOAUCIIIACTUIHOTO CHHIPOMY, 32
YMOBH MIJBUIICHHS KITBKOCTI TPOMOOIIMTIB; 3a BIJICYTHOCTI 3a3HAUEHHUX MYyTallli
HEOOXIIHUM € HE€ TUIbKM BHUKIIOYEHHS I1HIIUX MIEJIOIAHUX NYXJIUH (XpOHIYHA
MmienonutapHa Jevikemis, [T, IM®), wmienoaucmiacTHYHOTO CHHAPOMY, ajie 1
PEaKTUBHOIO T1IEePTPOMOOITUTO3Y IpH 301abIIeHH] TpoMOouuTiB Bule 600 I' / 1, ski
CYTIPOBO/IKYIOTh HEOIUTACTUYHI TMPOIECH, MOXYThb 3'SBISATHCS TICIS TOCTPHX
KpOBOBTpaT npu AedINHTI 3ai3a, MICHS CIUICHEKTOMIl, XPOHIYHUX 3amajibHUX
IPOLIECIB.

IIpocnocmuuni chakmopu
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B ocraHHIX AOCHIKEHHSIX CYTTEBOI PI3HHUIII B MeJllaHaX BUXKMBAHHS XBOPHUX
Ha ET B moOpiBHSAHHI 13 3arajpbHOIO0 TMOMYJISIIEI0 BIJIMOBIAHOTO BIKY 3a YMOBH
JiKyBaHHS He BUsABIEHO. OCHOBHMMHM NMPUYMHAMHU CMEPTHOCTI Y LUX TAI€HTIB €
apTepianbHi TpoMOOEeMOOMIYHI YCKIaAHEHHS 3 PO3BUTKOM IepeOpalibHOI IMaToJIorii,
1H(DapKTIB MioKapja, OKIIO3iM nepudepuunux aprepi. Hepiako TpamisitoTees
reMoparivyfi yCKJIaJHEHHS Ta BEHO3HI TPOMOO3H.

Jlo ocHOBHUX (pakTOpiB, SIKI BU3HAYAIOTh TEPANIEBTUYHY CTPATETII0 Y XBOPHUX
Ha ET e: Bik xBopux (<40, 40-60, > 60 pokiB); ctymninb rineprpomoonutosy (<1000,
1000-1500, > 1500 I'" / n); nasBHICTH a00 BIACYTHICTH TpoMOoeMOomiyHuX 1 / abo
reMOpariyHuX YCKJIaJHEHb B aHaMHe3l; JOJaTKOBUMHU («KapAiOBaCKYJISIPHUMM))
MOKA3aHHSIMHU MIOJ0 Tepamii € CHUMITOMH MIKPOUUPKYISATOPHUX TIOPYIICHbD,
aprepiayibHa TINEPTEH31s, TINEpPXOJIECTEPUHEMIs, TIOTIOHOMNAJIHHS Ta I[yKPOBUMU
mia0er.

Jlikysannsa

JlixyBaHHS CIIpsSIMOBaHEe Ha MPOMULIAKTUKY CyIUHHUX YCKJIAJTHCHD K OCHOBHOT
OpUYUHY 1HBajiau3aii Ta cmeptHocti npu ET._Jlng npoBeaeHHs aHTUTPOMOOTUYHOT
Tepamii y BCIX Ipylax pU3MKy IpernapaTtoM BHOOPY € aleTUiCATIIMIOBAa KUCIOTa B
HU3bKUX go03ax (50-100 mr / poOy), 3acToCyBaHHS $KOi, KpiM HpO(UIAKTHKU
TpoMOO3iB,  JO3BOJISIE ~ YCYHYTH  CHMIOTOMH  €pUTpPOMENairii  Ta  1HIIUX
MIKPOLIMPKYISTOPHUX TMOPYIICHb. Y pa3l CepHO3HMX MPOTHUIOKA3aHb [0 il
NpU3HAYeHHs (ajepris, BUpa3Ka IUIyHKa a00 JBaHAALSTUIANOI KHIIKW) CIIiJ
PEKOMEHTyBaTH MallieHTaM MPUHOM Kiomigorpeny B 7031 75 mr / cyT. [lokazanHsam
JUISI IPU3HAYEHHSI UTOPEAYKTHBHOI Teparii € BUCOKUH PU3UK TPOMOOEMOOTIUHHUX
yCKIaAHEHb (XBOpi BikoM > 60 pokiB, HAABHICTH TPOMOO3iB i KPOBOTEY B aHAMHE3,
tpombonmTo3 > 1000 I' / ;). XBopi < 60 pokiB 3 Tpombouurozom 1000-1500 I' / i
HaJIeXKaTh 10 TPYNH MPOMIXKHOTO PU3HUKY 332 YMOBH JOAATKOBUX KapiOBaCKYJISIPHUX
(bakTopiB pU3UKY UM CIMEHHOI CXMIIBHOCTI JI0 TpOMOO]iii.

Jlns  muTonmpoAaykTuBHOI  Tepamii  mamieHtaMm 3 ET  npusHauaroTh
riipokcukap6amia B modaTkoBiid 7031 15-20 Mr / KT 3 MoajIbIIo KOPEKLIE 03 Ha

OCHOBI OajaHCy MK 3HWKEHHSIM TINEepTPOMOOIIUTO3Y Ta HEOE3MEKO JICHKOIICHII.
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[Ipu 3acTocyBaHHI TiApokcukapOamigy y XxBopux Mosoamux rpymn (< 40, 40-60
POKIB) CJiJi BpaxoBYBaTW IMOTEHIIMHI BiAJaj€Hl HACIIIKM OCTAaHHBOTO, 30KpeMa
JICTKOMOTE€HHICTh. AJBTEpHATUBOIO T1APOKCUKapOaminy € iHTeppEepoH 0, HacamIepe
y MOJOAUX TaIli€HTIB 1 Tpu BaritHOocTi. [lpm nikyBaHHiI i1HTepdepoHOM 0
3acTOCOBYIOTh 403y 3 MiH. OJl / noOy. Ilpu orpumanni pesynbrary (edext
cnoctepiraetecsa y 80-90% xBopux Ha ET) moxHa mepeitTu Ha mpuiioM mpemnapary
yepe3 AeHb. [HTephepoH He Mae JIeWKeMOreHHOT i Ta, 110 BaKJIMBO, MMapajesbHO 31
3HIDKEHHSIM KIJTBKOCTI TPOMOOIIMTIB, 3MEHIIY€E iX aKTUBAI0. 3 METOIO CEIEKTHBHOI
Jii Ha KUIBKICTh TPOMOOITMTIB BUKOPUCTOBYIOTh aHArpelil B oYaTkoBii 1031 0,5 mr
KOKH1 12 TovH 3 MOoAajbIIUM IIOTHXKHEBUM 30UIbIIeHHSIM 1034 Ha 0,5 mr / 100y
(MakcumyMm 4 mr /mo0y) - 10 HOCATHEHHS CTaOUTLHOTO €(EKTYy 3HMKECHHS KIJTBKOCTI
tpombOouuTiB (400 -600 I' / ;). AHarpeniq raipbMye A03piBaHHS MEraKapiolUTIB, HE
BIUIMBA€E Ha TPAHYIOMUTAPHUNA MAPOCTOK KPOBOTBOPEHHS, HE Ma€ JIEHKEMOTEHHOT JIii.
VY mporieci JiKyBaHHS aHArpesiloM CKOPOUYETHCS TPUBAIICTH KUTTS TPOMOOIIUTIB.
[Ipenapar, onHak, mMae MNOOIYHY /110, SIKa MPOSIBISIETbCS B MOPYIIEHH1 (YHKIIT
CepIICBO-CYIMHHOT CHUCTeMH (BaszomuisitatopHa mist). Y 1/4 xBopux Moxe
pO3BUBATUCA aHeMis. AHarpenij, SK TMpenapar Mnepuioi JiHii, PEKOMEHIY€EThCS
XBOPUM MOJIOAOTO BIKY.

Kpumepii  pezynbmamy 7nikyeanHsa: 4YaCTKOBE BUKOHAHHSA TEpaleBTUYHUX
3aXO0JiB; CTYIHL HOpMaJizallli J1abopaTOpPHUX TOKA3HHUKIB; OI[IHKA SIKOCT1 >KHUTTS

Nall€HTa; TPUBAIICTh NEPIOAY HENMPALE3JaTHOCTI; CTYIIIHb BTPATH MPaLe31aTHOCTI.

Koumponw cmany nauicema

XBopi ET nmoBunHi Oytu Ha «/|» 001iKy y remaronora. KoHtponbsHi ananmizu
KpOB1 TIpH Teparii TiIpoKcikapOdamioM Ha MOYaTKy NPUHOMY - KOXKHI 2 THXKHI,
nizHime - 1 pa3 B 2-3 micsi. [Ipu tepamii iHTepdepoHoM-o abo anarpeniiom - 1 pas

B 2-3 MicHIl.

XPpoHIYHUI HEUTPOPITbHUI JTEHKO3
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MKX-10: C 47.1

Xponiunuit neumpoghinonuit neiikoz (XHJ/I) — pigkicHe 3axBOPIOBaHHS, IO
HanexuTh gorpynmu MIIH, npuuvHM BHHMKHEHHS  SKOTO  3QJIMIIANOTHCA
HEe3 SICOBAHUMH. XapaKTePHU3yEThCs HASBHICTIO aHEMii, CIIEHOMeraiii 1 B HM3II
BUIAJIKIB — renaToMeraiii.

[Ipu nochimkenHi nepudepudHOi KpOBI BU3HAYAETHCS BUPAKECHUN
HEUTpOdinbHUiA HelikonuTo3 (> 25 x10°/1), 6inbi Hixkx 80% yciX IEHKOIUTIB KPOBI —
CEerMEHTOSANICPHI ¥ manuykosAepHi HelTpodun. BwmicT He3piaux TpaHyIONUTIB
(MpOMIENIONUTIB, MIEIONMTIB, IOHWUX) 1HOAI csrae 10%. VY KICTKOBOMY MO3KY
BU3HAYAETHCS TINEPKIITUHHICTB, o0yMoOBJIeHa npodidepariero KJIITUH
HEUTPOPUIBHOTO Psiy, 30UTBIIEHHS X BiICOTKOBOTO BMICTY 1 a0CONIOTHOT KIJIBKOCTI.
JletikoepuTpoinHe cmiBBIAHOMIEGHHS cTaHOBUTHL 20:1 1Bume. Bwmict OmacTiB
1 IPOMIEJIOLMTIB MiJ Yac BCTAHOBJIEHHS JlarHo3y He 30uiblieHuid. Mienobnactu
CKIanaroTh < 5% ycixX SApOBMICHUX KIITHH. MOXYTh CIIOCTEPITaTUCS TAKOXK O3HAKU
npodidepartlii KIITHH epUTPOOTIACTUIHOTO M METaKapioIUTAPHOTO PSIIB.

[Tpu ricTomoriyHOMY BUBYEHHI TPEMaHOO10NTAaTIB KICTKOBOTO MO3KY AY)KE PiIKO
BUSIBJISIIOTHCST O3HAKHU (D1OpO3Yy.

[Ipu uuroxiMiuHOMY AOCIHIKEHH] B aeiikountax npu XHJI, Ha BigMiny Big XMJI,
BU3HAYAETHCS T1BUIIIEHA aKTUBHICTH JTy>KHOI (hocdarazu. Y KpOBOTBOPHHX KIIITUHAX
xBopux XHJI He BuzHauaerbcsi Ph-xpomocoma a6o 3mutmit ren BCR/ABL 1
nepebynoBu rediB PDGFRA, PDGFRB, FGFR1, abo PCM1-JAK2. BusnstoTrscs
acomiiioBani 3 miero ¢dopmoro MIIH wmytamii rema CSF3R a6o iHmi wmyraimii,
noB’s3aH1 3 aktuBariero CSF3R. 3a BincyrHocTi myTaniii rena CSF3R nmiarnoz XHJI
MOXK€ TPYHTYBATHCS HAa BUSBJICHHI CTilikoi HeWTpodinmii (ympomomxk mnpuHaiMHI 3
MIC).

HMudepenmianbna  giarHoctuka XHJI  micnsa  BUKITIOYEHHS — 1HQEKIIHHUX
13aMajbHUX TMPOIECIB, IO CYNPOBOKYIOTECA HEUTPODUILHUM  JIEHKOITUTO30M,
npoBoAUTHCS 3 IHIUMU (popmamu MIIH — cripaBxHBOIO MOTIUTEMIEIO, TEPBUHHUM
MienodiObpo3oMm, eceHIianbHOK TpoMmboruTeMiclo. BiacyTHiCTh O3HAK aucruiasii

B KIITUHAX TPaHYJOIUTAPHOTO PSAY 1 MIEJOAUCIUIACTUYHUX 3MIH Y KIITHHHUX
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eJ€EMEHTAX IHINMX JHIA Mi€Ionoesy, a TAKOK BMIiCT MOHOLUTIB y KpoBi < 1x10°/n
no3Bosiie  Biapizuuth  XHJI  Bigm  pidaux  dopm  MJIC,  xpoHiuHOro

Mi€eToOMOHOIIUTapHOTO Jeikozy (XMMJI), inmux MJIH/MITH.

XpoHiuHa JiMmdouuTapHa JeinKeMis

MKX-10: C91.1

XponiuHa niMQoinHa JIEWKeMis - 3pUIOKIITUHHA MyXJIHHA 3 YPaKCHHSIM
IMyHOKOMIIETEHTHOI CHUCTEMH, MpH SKId BIAOYyBa€ThCS 3JI0sKiCHA TMpoidepartis
Majux, MOpP(}OIOriyHO 3piauX JTIMQPOIMUTIB 3 TEHJCHIE A0 iX HAKONMUYEHHS B
KICTKOBOMY MO3Ky, mnepudepuyHii kpoBi 1 JiM(DOigHUX opraHax. XpOHIYHA
aiMmdoruTapHa JeHKeMis € JIEUKEeMIYHUM aHaJlOrOM HEXOJDKKIHCHKOI JiMdoMu 3
MaJjux JiM(OITUTIB.

Emionocis i enioemionozisa

VY 95% Bunaakis Mop(osoriyHUM cyOcTparoM MyxXJuHU € 3punl B-, B 5% -
T-mmdonurn. JleiikeMiuHi KIITUHH MOXOASATh 3 OJHOTO IOTIEPEIHHMKA 1 SIBIISIIOTH
c00010 MOHOKJIOHOBY Tipodidepaitito. Pe3yapraru cyyacHuX 1a00paTOpHUX JTOBOISATH
HE TUIBKM KIOHAIBHICTh 1 MyTaIiiiHy NPUPOAY XPOHIYHOTO JiMoseiiko3y, ane i
NOsIBy CyOKJIOHIB B Mipy PO3BHTKY TPOIIECY, PO IO MOXKHA CYJAWTH IO €BOJFOIIT
XPOMOCOMHHX 3MiH B OKPEMHX BHUITQIKAX.

Xponiuna mimdoigHa JeiikeMis € momupeHuM BujoMm Jneikemii (30% Bcix
BUMaKiB). [lepeBakHa OUIBIIICTh XBOPUX - 0COOM Y Billl MoHa 60 pOKiB, YOJIOBIKH
XBOPIIOTH JIBiul yacTime *iHok. [lommpeHicTs 3axBopioBaHHs ckiagae 2,5 — 4,5 Ha
100 tuc. nacenenus Ha pik g0 60 pokis. [Ticns 60 pokiB — B 5 pa3 yacTiie.

Kniniuna kapmuna

VY 25% marieHTiB 3aXBOPIOBaHHS MPOTIKAE OE3CMMITOMHO 1 BHSIBISIETHCS
BUIIAJKOBO IpU omisial abo J1abopaTOpHUX JOCHIDKEHHSAX. BUsBIsS€TbCS cUCTEMHE
30LIBIIEHHS JIIM(pATUYHUX BY3JIIB 200 aOCOMOTHHUM JTIM(OLUTO3 B aHami3l KpoBl. Y
pa3i pPO3BUTKY KIHIYHUX MPOSIBIB XBOP1 MOXKYTh CKap)KUTHUCS HA 3arajbHy CIa0KICTh,
IMIBUAKY CTOMIIIOBAHICTh, MIABUIIEHY MITIMBICT B HIYHUHM Yac, 4acTi pelUIUBYIOUl

iH(ekuii BipycHOT abo OGakTepianbHOI MPUPOIU, TEMOJITHYHI yCKIagHeHHs. Pimmre,
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HIX mpu jdimMbomax, TpH MPOrpecyBaHHI 3aXBOPIOBAHHS 3'ABISIOTHCS CUCTEMHI
IHTOKCHKAI[IiHI CHUMITOMHU: HEBMOTHBOBaHAa JIMXOMaHKa, Npody3Has MITIUBICTS,
3HIDKEHHS Macu Tina. [ligBuieHa 4y TauBICTh XBOPUX A0 1H(GEKUIMHUX 3aXBOPIOBAHb
00yMOBJICHA PO3BUTKOM y HHUX TiloraMManioOymiHeMii, QyHKI[IOHATLHUX Je(hEeKTiB
JTIM(DOUUTIB.

30unbieHHs JiM(aTHIHUX BY3JiB BUu3HauatoTh y 80% xBopux. [Ipu manpmaiii
BOHH CHUMETPHUYHI, pyXJIMBI, 0€300iiCHI, TICTOMOAIOHOT KOHCHCTEHIIll, 4YacTo
JOCSTal0Th BEJMKUX PO3MIPIB y BUIVISIII KOHITIOMEPATIB, ajie HE CMasHi MK CO00I0 1
OTOUYIOUMMH TKaHHMHaMH. Moxe crocrtepirarucs rineprpodis MUTIAIHUKIB. 3
MPOTrPECYBaHHAM XBOPOOU CIOCTEPIralOThCs: aHEMis 3 MOSBOIO OJIOCTI MIKIPHUX
MOKPUBIB 1 CIM30BUX, a00 CyO'IKTEpUYHOCTI TpPH TEMOIi3i, piAlIe reMoparidi
YCKJIQJIHCHHS MPU TPOMOOLMTOIICHIT (rmeTexii, ekXiMo3Hu), KIITHHHA 1HQLIBTpaIls
JIET€HIB, CEpIlsl, HUPOK, 30UIbIIEHHS JTIM(PATUYHHUX BY3JIIB TPABHOIO TPAKTY, YEPEBHOI
MOPOXKHUHM, CEPEIOCTIHHA. Y OUIBIIOCTI XBOPUX BUSBIISIOTH 301IBIIICHY CEJE31HKY, Y
JIeSIKUX PO3BUBAETHCS 3HAYHA TEMATOCIUICHOMETalIisl.

Jliacnocmuka

Jletikoruto3 3 mimdouuTo3oM, JiMdaaeHomNaris €  [aTOTHOMOHIYHUMU
cumnromamu npu XJUJI. Jiarno3z XJIJI mpu BiacyTHOCTI cnenu(iuHUX KIIHIYHHUX
IPOSIBIB MOXKe OyTH 3ammigo3peHuil Ha MifCTaBl OIMIHKH I'€MaTOJIOTIYHUX ITOKAa3HUKIB
(3araJIbHOro reMorIo0iHy, KUIBKOCTI €pUTPOLIMTIB, KITBKOCTI JEHKOLUTIB, CKIady iX
dbopmynu, kuibkocTi TpoMOo1uTIB Ta IIIOFE) 3a pe3ynbrataMu 3arajibHOTO KJI1HIYHOTO
aHaJi3y nepudepudHoi KpoBi, MPOBEICHOTO 3 Oy/Ib-SIKOTO IPUBOY.

JliarHOCTHKa XPOHIYHOT JIM(]OiTHOT NelikeMii 0a3yeThCsl Ha BUSBIEHHI Y XBOPOTO
JICHKOIUTO3Y, a0COTIOTHOTO JTIM(BOIUTO3Y B MeprudeprudHiil KPOBi 1 KICTKOMO3KOBOMY
MyHKTaTi 3 MOPQOJOTIYHO MajuX, 3pUIUX JIMQOIHUTIB 1 301IbIIIEHH] JIM(paTHIHUX
BY3JIIB.

OcHogHi OiacHOCMUYHI Kbumepii

1. Crilikuit abcontoTHUM JiM@pouuTo3 B nepudepuyHiii kposi O6utbiie 5 I' / 1, mo

30epiraeThCs MPOTATOM O1IbIIe 2 MICSIIIB.
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[lin vac mpuroryBaHHs Ma3ka NepuPEpUUHOT KpOBI JTIMQPOIUTH y XBOPHX Ha
XpOHIYHY JIMGOIAHY JIEMKEMiI0 MaloTh TEHJACHIIIO 10 PYWHYBaHHS, IPHU LbOMY
HaOyBarOTh crneuuiuHuil BUJ - 1€, TaK 3BaHl, TiHI 3pYWHOBaHUX KIITHH
borkina-I'ymnpexra. BusiBneHHs 1p0ro QeHoMeHa € MaTOTHOMOHIYHHMM IS
XPOHIYHOI JIIM(OITHOT JIeHKeMii.

2. Y acmipari KicTkoBOro Mo3ky OubIte 30% mimdoruTis.

3. MoHoOKJIOHAIbHA MOMYJIALISA MyXJIUHHUX JTIM(OIUTIB.

Y 95-98% xBopux Ha XpoHiUHMIA JiMQoseiiko3 Mae Micne B-xaiTHHHUN
denorun nyxnuHHUX KiaituH: CD19 +, CDS +, CD23 +, ane CD 20 1 oco6muBo
CD22, xapakTepHi sl 3pUIMX JIIMQOLMTIB, Cci1ab0 eKcrpecyroThes. OCHOBHOIO
XapaKTepucTuKoro 1iei myxiauHu € koekcmpeccis CD5S 1 CD19 Ha ogHHMX 1 THX XKe
kinitThHaxX. KpiM Toro, myXJIMHHI KJIITHHU €KCIPECyoTh aHTuUreH aktupaiii CD23.
Xapakrepaumu € - CDI10-, CD43 +/-, FMC7-, 3 Hu3bkoro ekcnpecietro CD79b +,
KJIOHAJIbHASL CKCIIPECisl OJHOTO THITYy JIeTKuX JaHIoriB (K/A > 3: 1 abo <1: 2) i
HU3BKOIO IIIILHICTIO TOBEPXHEBUX IMYHOITTIOOYiHIB (sIgD+sIgM).

T-kIITUHHI ~ BaplaHTH XPOHIYHOI JiM(DOigHOT JielikeMii B  OCHOBHOMY
xapakrepusytorbcsi ¢penorunnom CD4 +, CD8-, pigme CD4 +, CD + i nyxe piako -
CD4-, CDS +.

Cmaoii xpoHiuHOI Himouumaprnoi _nevukemii

XponiuHy  miMmdoruTapHy  JIeiikeMil0  KJIacu(PiKylOTh 3a  CTaaisMH,
BUKOPUCTOBYIOUM 3MIHU B aHali31 nepudepuydHoi KPoBi 1 KIIHIYHI MPOSBH, 110 Ma€
BUpIIIaJIbHE 3HAYECHHS NPU BUOOPI TAKTHKHU BEJEHHS XBOPOTO.

CramitoBaHHST  XpOHIYHOT  JUMQOIMUTApHONW  JIeHkeMii TIPYHTYEThCS Ha
00'€eKTMBHOMY CTaTycCl Malli€HTa, B 3araJIbHOMY aHajli3l KpOBI - Ha PIBHI T€éMOITI001HY,
KUTBKOCTI TPOMOOIIUTIB, BPaXOBYIOTHCS PE3YJAbTATH PEHTICHOIOTIYHOTO JIOCITIIPKEHHS
OpraHiB IpyaHOi KJIITUHH, KoMmm'torepHoi Tomorpadii (KT) + mosurpoH-emipciitHOT
tomorpadii (IIET) rpynHoi KIITHHM, YepeBHOI MNOPOXHMHM 1 Tazy ( 1pH
HEMOXJIUBOCTI TIPOBENICHHS OCTaHHIX - Y3J[ dYepeBHOI NOPOXKHMHH, Tazy 1
3204€pPEBUHHOTO TIPOCTOPY).

Kniniuna xknacudixauis cmaoii xpouiunoi 1imgoionoi aetxkemii
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/K. RAl i J-L. Binet, 1981]

Cranii I'pyna pusuky | Meniana
BIDKMBAHHS
3a K. Rai:

0 ct. AOconOTHUH TIMQPOLUTO3 Y TEPUPEPUUHIA Hwuspkui 14,5 pokiB
KpOBI 1 KICTKOBOMY MO3KY
lct. JlimboruTos 1 miMpaaeHonaris [Tpomixuuii | 7,5 pokiB
2 ct. JlimdonuTo3s, criieHo-, abo remaroMeralnis
3ct. JlimdouuTos, anemis < 110 x 10°/1 a6o Bucoxkwuii 2,5 poku
reMaTokpuT meHme 33% PHU3HK

4ct. Jlimpountos, TpPOMOOLUTOIIEHIS
<110 x 10°/n

3a J-L. Binet:
A. 30inbIeHHs J1/By31iB MeHIIe 3 obmacTei Huzpkuit 14 pokiB
pHCK
B. 36inbuienns 1/By3:11B Oublie 3 obnacren [IpoMixkHuii | 5 pokiB
C. Anemis < 110 x 10°/n i/abo TpoMGOIHMTONIEH]sT Bucoxkuii 2,5 poku

<100x 10° /n

IlpocnocmuuyHni d)deODu PUSUKY

Kpim cranii 3axBoproBaHHS, BU3HAYEHHUMH MPOTHOCTHUYHUMH (HaKTOpPAMH
XPOHIYHOI JIMM(OLUTAPHOHN JielKeMil €, Tak 3BaHi, CUPOBATKOBI MapKepu (piBEHb
JaKTaTAeTiAporeHasu, f2-MikporioOyiiHy, THMITuHKIHA3U, po3urnHeHoro CD23), gac
MOJIBOEHHS JTIM(OIIUTO3Y B NepudepruHiil KpoBi, aTutis Mopdosorii 1iMEpOIUTIB.

Cepen cyyacHUX HEraTUBHMX MPOTHOCTUYHUX MapKepiB HAWOUIbII ICTOTHUMH
€ HEMYTOBAaHUN CTaTyC BXKKHUX JIAHITIOTIB IMyHOITIOOY/IiHIB (IMyHOII00YymiH Vi) npu
MOJICKYJISIPHOMY JIOCHIPKEHH1, MiJABHUINEHA eKcmpecis mporeinkiHazu ZAP-70 y
neiikemivaux kimitnHax 1 CD38 Ha moBepxHi KMTHH (OHTOGIyOpOMETpHYHE abo
IMYHOTICTOXIMIYHE JOCIIPKCHHS); a TaKOX HasSBHICTh IUTOTEHETHMYHHUX aHOMAJIH:
del (17p), del (11q) ta t (11q; v). Xpomocomua anomainisi del (13q) mos'sizana 3i
CHPUSATIMBUM TIepeOiroM 3aXBOPIOBAHHS, TO/A1 SIK MPOTHOCTUYHE 3HAYEHHS TPUCOMIT

12 XPOMOCOMH 3AJIMIIAECTHECA HE 10 KiHIISI BU3HAYCHUM.

PigkicHi ¢popmMu XpoHIYHOI JIiM(POLUTAPHOI JeiiKkeMil
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B-kaitunna npoJimdouuTapHa xpoHiuna JiMQoinHa JeikeMist — piaKiCHHUMA
BaplaHT XPOHIYHOI JIM(OIMTAPHOI JIeWKeMil, IpU SKOMY B NEpUPEpHUHIid KpPOBI 1
KICTKOBOMO3KOBOMY IIYHKTaTl TepeBaxatoTh mpoiiMporut. ImyHodeHoTHTIOBE
JOCHIKEHHSI 1MX KIITHH TIOKa3ye, IO BOHU HE EKCIPECYIOTh THUIOBUW s
XpoHIYHOi JiMpouuTapHoi nelikemii CDS. XBOpitoTh UM BaplaHTOM B OCHOBHOMY
ocobu crapmoro Biky. L{s dbopma 3axBoproBaHHS Mae OUIbII arpecCUBHUI mepeoir,
KOPOTKMI TEpMiH JKUTTS TMarieHTa. XapakTepHUM BHUCOKUH JICMKOLIMTO3 1
cruienomerantis. Haitbinemn edekTuBHI pH JTiKyBaHHI aHAJIOTH TypuHy — Guryaapadidn
1 meHTtocTtatiH. ONMPOMIHEHHS CENE31HKU JENI0 3MEHIITyE Macy NMyXJuHH . [Ipornos
HEraTUBHUM, CepeaHs TPUBANICTD KUTTS OJIM3BKO 3-X POKIB.

BosiocarokjiTuHHA JelikeMia — s Hel XxapakTepHa audy3Ha 1HOUIBTpaIis
KICTKOBOTO MO3KY JIEHKEMIYHMMHU KIITHHAMHU 3 HEPIBHUMH LUTOIUIa3MaTUYHUMU
KpasMH, y THUIIOBUX BHUIAJKax OOpUMBHUCTHMHM 1 BiityacTuMu. CrnenugiyHo0
IIUTOXIMIYHOIO O3HAKOK € sCKpaBa audy3Ha peakilis Ha kuciay docdarasy B
aimponuTax, fKka HE IHTIOYETbCS TapTPATOM HATPil0. XapaKTEPHOI KITHIYHOIO
O3HAaKOI0 € CIUIGHOMETailis, B aHami3l mnepudepudHoi KpoBl aHEMis, JICHKOIIEHIs,
TpomOonmToneHis. [Ipu jikyBaHHI aHajgoramMu MypuUHY — KiIaapuOiH, NMEHTOCTATHH,
nporuo3 cnpustiuBui. Kpim Toro, 3actocoByroTh anb(da-iHTEpPEpPOH, MOKIUBA
CIUIEHEKTOMIsl.

T-kaiTUHHUA BapiaHT XPOHIYHOI JIMQOIUTAPHOI JIEHKEMIi 3yCTpidaeThCs y
2-5% xBopux. Ilpu miit popmi neiikemii ekcripecyerscsi anturen CD4 1 maiixe He
excrpecyerbess CDS8. XapakTepusyeThCsi BUCOKHM JICHKOIIUTO30M, CILIEHOMETAIIEL0.
Pe3ucTeHTHUI A0 aiKUIyrOuMX mpernapariB. biabil epexkTuBHI aHAIOrd MypUHOBUX
mifacta. [Hmor dopmoro T-xporiunoi JmiMdonuTapHOi JeiikeMii € JelKemis, mpu
AKIA TMyXJIMHHI KJIITHHUA TPEJICTaBICH] BEIMKUMHU TpaHyIspHUMH JdiMdouutamu. Ls
dbopMa MIAPO3AUISETHCS Ha JelkeMmilo 3 iMyHopeHoTurnoM T-mmM@ouuTiB Ta
JeiikeMilo 3 IMyHO(EHOTHUIIOM  HaTypaidbHuX KuiepiB. [lepmmit  BapiaHT
XapaKTEePHU3YETHCSI HEBUPAXKCHOIO CHUMIITOMATHKOIO 1 TIOBUIBHHUM IepebiroM, ogHaK

yepe3 HEUTpOmeHii 4acTo BUHUKAIOTH 1H(MEKIHI ycknaaHeHHda. Jlpyruilt BapiaHT
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MPOTIKAE 3 BHUCOKUM JIEUKOIIMTO30M 1 BHUPAKEHOIO TemnarocruieHomeranmiero. Llei
BaplaHT MPOTIKAE arpeCUBHO 1 pe3UCTEHTHUH J0 Teparii.

Jluhepernuivna oiacHocmuxa

XpoHiuHl JiMdoruTapHi JielkeMii HeoOXigHO AUGEpEeHIIoBaTh 3 1HIIUMH
JeiikoMi30BaHUMHU  (GopMaMH  JTIM(OITHUX NYXJIWH, MAJI1 YOro, HacamIepes,
BUKOPHUCTOBYIOTh JOciikeHHs imyHodeHotumy kimituH. Cepen CDS+nimboigHux
NyXJIMH HEOOXITHO BIAPIZHATH JiM(POMY MaHTIMHOI 30HHM, fKa Ma€ 3HA4YHO
COpUATIMBUM mepedir 1 mporHo3d. Ha BimMiHy Big XpoHIUHOI JiMGOIHUTApHOI
CD20, FMC7, CD79b. ;i1 oCTaTOYHOTO BUKJIIOUEHHS HEXOMKKIHCHKOI JiMpoMu
30HM MaHTIi BUKOPUCTOBYIOTH IMYHOTICTOXIMIYHE JIOCHIJDKEHHSI Ui BHSIBICHHS
mukmiHa D1 1 FISH/murtorenernune mociipKeHHsI I8 BUSBICHHS TpaHCIIOKAIli
t(11;14), xapakrepHux 1s JJIM(POMH MaHTIMHOI 30HU.

HudepeniiaabHy JIarHOCTUKY XPOHIYHOT JTiMGBOIUTAPHOI JieiikeMii HeoOX11HO
IPOBOAMTH 3 3aXBOPIOBAHHSAMH, SIKI CYNPOBOJKYIOThCSA JiM(aAIEHONATIED 1
AiMpounuTo30M — 1HQEKIIMHUM MOHOHYKIJICO030M, TyOEpKylIb0o30M, I1H(EKIIHHUM
aiMmdorTo3oM. Beil i 3aXBOproOBaHHS MalOTh XapaKTepHY KIIHIYHY CUMIITOMATHKY, B
iX PO3BUTKY HE CIOCTEPIra€eThCsl 3HAYHUM JIEUKOIIUTO3, BIJICYTHI 3MIHU B KICTKOBOMY

MO3KY.

JliKyeanns
XBOpi, y SKHX JIarHOCTOBAaHO XpoHIYHa jiMdoinHa melikemis 3 O1THOIO

KJIIHIYHOK CUMIITOMATUKOK a0o0 ii BIICYTHICTIO, MOXKYTb JIIKYBaTUCSl aMOyJIaTOPHO.
IM He mpoBOAATH KypcH XiMioTepamii Kinbka POKiB, OCKiIBKH BCTAQHOBJIEHO, IO
JikyBaHHS Yy (a3i 0e3CHMMITOMHOI Tedii He Ja€ MOJINIIEHHS BUKUBAHHS TTOPIBHSIHO 3
JIKyBaHHSM Ha OUIBII MI3HIX €Tanax, KOJu BXKE € BUPAKEeH1 KI1HIYH1 O3HAKH.
JlikyBaHHS MPU3HAYAIOTH MPHU MOJBOEHHI KUIBKOCTI JIEHKOIUTIB y nepudepuyHin
KpOB1 MEHIII HI’K 3a 6 MICSIIIB, TTOSIBI CHMIITOMIB 1IHTOKCHKAIlIi (JTMXOMaHKa 0e3 03HaK
iHpekiHoTO TIporiecy A0 38 I'p mpoTaroM ABOX 1 OLIbINE THXKHIB, HIUHI CIITHIHHS
nporssroM 1 wmicansgs 06e3 o3HaK 1HGEKIIHHOrO TMpollecy; HEHaBMHCHA BTpara
Baru > 10% 3a 6 Mmics1iB; 3Ha4Ha BTOMJIFOBAHICTh, BUpa)KE€HA CIAa0KICTh), MacuBHa (>

10 cm y HaitbumbmoMy aiamerpi) abo mporpecyroda JiMdanenonarisi, MmacuBHa (> 6
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CM HIDKYE JIIBO1 pedepHoi nyru) abo mporpecyroda criieHomeradmis, anemii (HB < 110
r / m), tpombouutonenii (Tp < 100 I' / n) mpu nelikeMiuHiid mpomideparii,
ayTOIMyHHa aHeMis Ta/abo TPOMOOIIUTOIIEHIS.

OCHOBHI HANPAMKU CVYACHOL mepanii

OCHOBHMMHU HanpsMKaMu Tepamii XpOoHIYHIA JiM@ouUTapHOT JeiikeMii €
muTocTarnuHi  npenaparu  (daymapabin, 1uumkiodochamin, — xmopamOyIwi,
OCHIAMYCTHH, BIHKPUCTHH, MITOKCAHTPOH, TOKCOPYOIIIMH) 3 MOHOKJIOHAJILHUMH
aHTUTIIaMU. MOHOKJIOHAJIbHI aHTUTLIAa BUKOPUCTOBYIOTHCS, SIK TAPreTHI Mpenaparu,
70 SIKUX BIAHOCATBCS piTykcimMadb (Mabtepa, antu-CJ] 20), anemty3yma6 (Kammar,
antu-CJI 52 anturtino). TapreTHi npemnapatud Oe3mOCEpeNHbO IIIOTh HA MyXJIUHHI
KJIIITUHU 1 MAKCUMAJTBHO 11 3HUIIYIOTb.

B Tepamnii 3acrocoBytors iHTepdheponu (madepodion 3 miuH ox B/M 3 pa3u B
THWXAACHb abo 1H). CTUMYISALII0 anonTo3y MNYXJIMHHUX KIITHH BUKIUKAE
2-xnopaiokciagaeHosin (Knagpu6in) B mo3i 0,1 mMr / xr Ha go0y mpotsarom 7 JIHIB
IIOMICSIIs, BHYTPIIIIHHOBEHHO.

[Ipn BIACYTHOCTI TepameBTUYHOIO €(EeKTy BIJ XIMIO-IMyHOTEparis Tepamii
3aCTOCOBYIOTh IIPOMEHEBY Teparito. Mami n1o3u npomenesoi tepanii (PB/I - 2 I'p, mo
2 (¢paxuli Ha OCepeIKHd MATOJOTIYHUX JIM(ATUYHUX BY3/IiB) MPU3HAYAIOTH MpPU
CHUMIITOMax reHepasizoBaHoi/MacuBHOI JiMpaneHonartii. binbm Bucoki no3u (30 I'p 3
dpakuionyBanusiMm 2 - 3 I'P) mpusnauaiorh npu TpaHC(HOPMOBAHMX AarpeCHUBHHX

dbopmax xBopobOu abo namientam 3 TP53 anomamnissmu.

[Ipu po3BUTKY IMyHHUX YCKJIQJHEHb - TEMOJITUIHOI aHEMii, TPOMOOITUTOTICHI1
- TOKa3aHa Teparisi KOPTUKOCTEPOiTaMH.

Ouinka 8i0no8ioi HA JIKY8AHHA XDOHIYHOIL TIIMGBOUUMADHOI 1etukemil

O3Haku [ToBHa BixnoBias [YacTkoBa BiIIOBIAb [Tporpecis
Jlimbanenonaris, |(Hopma 3umwxkenns Ha > 50%  |30uTbLIeHHS HA
CILICHO-, > 50% 2-x 1/B3a 2
rermaToMeranist THKHI 10 2 cM, 200
[OsIBA HOBHUX
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KICTKOBOTO MO3KY
(o)

B-cumnromu BincyTHi Bincytni [IpucytHi
Jlimporutu (I'/m)  |<4,0 3menieHHs Ha > 50% | 301nblieHHs
BiJl TOYATKOBUM PIBHEM |ITUPKYTIOIOUUX
JI0 JIIKYBaHHSI aiMQonuTiB Ha
>50%,>5T1/n
Heiirpodimm (I'/1) [>1,5 > 1,5 abo 36iunbmieHHs | be3 30inbmeHAs
Ha 50% B MOpPiBHSHHI 3
MOYaTKOBUM PiBHEM
WCXOJTHBIM YPOBHEM
TpombouTH >100 > 100 abo nmokparnieHHs | be3 301bieHHsS
(I'/m) Ha 50% B MOpPIBHSHHI 3
MOYaTKOBUM pPIBHEM
I'emorno6in (r/m) [> 110 > 110 ab6o mokpamenHs| be3 30inbmeHHs
(0e3 Ha 50% B MOpiBHSHHI 3
reMoTpaHc(y3iii) [TOYaTKOBUM piBHEM
(0e3 remoTpancdy3iil)
Jlimporutu <30 > 30 > 30

[IpumiTka

Tpusamnicts > 2
MECSIIIIB

TpuBamnicte > 2 Mec

Tpancdopmaiiist B
O1JIbIII arpecUBHI1

hopmu,
cunapom Pixtepa

Osznaku crabumizamnii mepediry 3aXBOpIOBaHHS, KOJIU HE JOCSTHYTO HISKOI

peMicii, BiICYyTHI KJI1HIKO-T€MaTOJIOT14H1 O3HAKH MPOTpecii JTEHKEeMIYHOTO MPOLIECY.

Llpocnos

TpuBamicTh KUTTS XBOPUX HA XPOHIYHY TUM(POLUTAPHY JIEHKEMIIO 3aJICKUTh

B1Jl ocoOnuBoCTel nepediry. B cepeaHboMy BOHa CTAaHOBUTH 5-6 POKIB, B OKPEMHX

Bumagkax 10-20 pokiB. Y 3% BunaakiB crioctepiraerbesi Tpancpopmartis XpoHIIHOT

aimgoinHoi nelikeMii B arpecuBHy B-knitunny nimdomy, B 1% - B roctpy nimpoinny

neiikeMito. 3actocyBanHs KypciB [IXT FC, RFC nae pemicito B 95% Bunaakis 10 5

POKIB.
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MHoKkMHHa Mi€JI0oMa

MKX-10: C 90.0

Muoxunna mienoma (MM) - 11e 370sIKiICHE HOBOYTBOPEHHSI CHCTEMH KPOBI, SIKE
BIJIHOCUTBCS JI0 TPYIH IMapanpoTeiHEMIYHUX reMOo0JIacTO31B 1 BUHUKAE B pe3yibTari
OE3KOHTPOJIBHOI MOHOKJIOHaJIbHOI mponidepanii kimiTuH B-miMdoinnoro psnay,
30KpeMa, TUIa3MaTUYHUX KIITUH (TUIa3MOIMTIB) y KICTKOBOMY MO3KY, IO MAaloTh
3aTHICTh MPOIYKYBAaTH BEIUKY KUTbKICTh MOHOKJIOHAJILHOTO IMYHOTJIOOY/IiHY KIIaciB
G, A, D, E (vactime knaciB G abo A) abo JIErKUX JIAHLIOTIB IMyHOIJIOOYJIIHIB Karla
(K), abo mamoOma (A). B

Jus MM xapakrepHi: IJIa3MOIIMTO3 B KICTKOBOMY MO3KY, HAasBHICTb
MOHOKJIOHAJILHOTO MPOTEiHy (mapamnpoTeiny) y cUpoBaTIiil KpoBi Ta / abo B cedi, a
TaKOX JCCTPYKTHBHI 3MIHM KICTOK. Ajie OyBa€ 1 HE CEKpeTyloda MmapanpoTein
Mi€eaoMa.

Emionoeis i enidemionozis

Pusuk po3BUTKY Mi€JIOMHOT XBOPOOHW 3pOCTa€ IiJl BIUIMBOM PaAi0aKTUBHOTO
OMpPOMIHEHHS 1 Ai1 610XIMIYHUX (PakTOpiB (OEH30Iy, OPraHIYHUX POZYUHHUKIB).

MHOXUHHa Mi€JloMa YacTille Bpa)kae YOPHOUIKIPUX, HIXK Oumux. Sk mpaBuio,
3aXBOPIOBAHHSI BUHUKAE TIEPBUHHO 1 JIMIIE B HEBEIMKOMY YHUCII BHUMAJKIB - IMICIA
nepioay J0OpOsSKICHOT MOHOKJIOHAIBHOT TaMManarii.

[Tntoma Bara MM cxnanmae 1 % Bix 37I09KICHUX
3aXBOPIOBaHb B 1IoMy 1 10 % cepen BCcix reMo61acTo3iB. 3aXBOPIOBAHICTh HA
MM B 2012 p. Vkpaini ckiana 1,7 BunagkiB Ha 100 THC. HaceneHHs, CBITOBUU
cTangapt ckiaaae 1,1 Bumanka. 3aXBOPIOBaHICTh YOJIOBIYOTO Ta )KIHOYOTO HACENIEHHS
cx0i. bubiiicTs 3axBoproBaHHICTE HA MM cepen nronei Bikom Oosbiiie 60 pokiB.
Cwmepraicts ckimanae 1,2 ma 100 tuc. Hacenenss. Jlo 40% XBOpuX MNPOXKUIN MEHIIIE
1-ro poky 3 uncia Tux, siki Brepiie BussieHi B 2012 poky.

Llamocenes
Y mnarorene3si MM 3HauHy posib BiAIrparOTh IUTOKIHU. [HTEpreiKiH-6 €

OCHOBHUM IIUTOKIHOM, SIKAM CIIpUsi€ YTBOPEHHIO OCTEOKJIACTIB.
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OcTeokacT-akTUBYIOUMN (PakTop, SAKUN BHUAUIAETHCA MIEJOMHUMH KIITHHAMH, OyB
11eHTH(1KOBaHUH K 1HTepieiKiH-1b 1 ¢hakTop Hekpo3y myxiuH. L1 ¢pakropu MOXYTh
CIOPHUSTH PO3BUTKY PE3UCTECHTHOCTI MYyXJWHHW JO JIKyBaHHS 1 TPUBOAUTH 1O
JECTPYKIIIT KiCTOK.

Kainika

OcHoBHl cuHApoMu mnpu MM, ski OOyMOBIIOIOTH KIIHIYHY KapTUHY
3aXBOPIOBAHHSI €: KICTKOBO-JACCTPYKTUBHHUM, OLJIKOBOI MATOJIOT1i, KICTKOBOMO3KOBHH,
HEJ0CTATHOCTI AHTHUTLII.

JIeCTpyKTUBHI TPOLIECH DPO3BUBAIOTHCS IMEPEBAXKHO B IJIOCKUX KICTKAX -
pebpax, xpeOTi, dYepemi, KICTKax Tasza, piJlIe - B MPOKCUMAJIbHHUX BIJJIIJIAX
TpyOUacTUX KICTOK BEPXHIX 1 HWKHIX KIHIIIBOK. Hepiko BHHUKAIOTH KOMIPECiiHI
nepesioMu XpeoTa, 3alIeMJICHHS] HEPBOBUX 3aKIHYECHb.

[Topa3ka HEpPBOBOI CHCTEMHU: MOXKJIMBI Maparuierii, reMimierii abo reminapes,
noJIiHeWpomnarii, rinepkaibilieMiuyHa eHIedanonaris.

Baxkum ycknagneHHsM MM € MiegoMHa Hedpomaris, sika MPOSBISETHCS
OpOTEIHypi€0, HUPKOBOIO HEIOCTaTHICTIO, TeMmarypiero. Jlns 1iei maronorii He
XapaKkTEepHO PO3BHUTOK apTepiaiabHOI TinepTeHs3ii, peruHonarii 1 HaOpskiB. Hupkosa
HEIOCTaTHICTh MPU3BOIUTH 10 CMEPTI TPETUHY XBOPUX Mi€JIOMHOIO XBOPOOOIO.

Bucokwuit BMICT TpOTEiHIB y CUPOBATIII KPOBI 3yMOBIIIO€ TT1IBUIIIEHHS B'SI3KOCT1
KpOBI, 10 KJIIHIYHO MPOSBISAETHCS CYXICTIO MIKIPH 1 CIU30BUX 000JIOHOK, CUHIPOMOM
Pelino, Bupa3kyBaHHSAM LIKIpH, IAPAIPOTETHEMIYHOK KOMOIO.

I'emopariuauii cunapom crocrepiraerbest y 15% xBopux 3 E-mienomoro 1y
30% xBopux 3 A-MI€JIOMOIO BHACIHIJIOK OCIAaHHS MapanpoTeiHy Ha MeMOpaHax
TpOMOOIUTIB, yTBOpeHHsIM HUMHU KomiuiekciB 3 V, VII, VIII dakropamu 3ropranas
KpOBI, MIEPUBACKYJIIPHOTO BIAKIAJaHHS aM1IOi1y.

Bracnigok mopymieHHS TeMOmoe3y MOXKE PO3BHHYTHCS aHEMis, JEeUKO-,
TpoMOoOTIeH s.B KICTKOBOMY MO3KY BHUSIBJISIOTH MIEJIOMHOKIITHHHY 1HQUIBTpAIlio. Y
xBopux 3 MM Mae Miclie TPUTHIYEHHS IMYHITETY - 3HUKEHO YTBOPEHHS aHTHUTI,

3MEHIIeHA KUIbKICTh TPaHyIONHTIB, T-1iM(OIUTIB, HOpMaTbHUX B-niMdoruTis.
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VY nesxux Bumagakax Ou1ok beHc-J[)koHca MOXKe B3aEMOJIATH 3 KOJIATCHOM 1
BIIKJIQJaTUCST B TKAaHMHAX OaraTuX KOJAareHOM - IMIKipi, CyAuHax, cyniooax,
CYXOXKUJUIAX, M'si3aX (M1OKap/, sI3UK) Yy BUIVISAL Tapaaminoiza.

[Ipu HasiBHOCTI KpioroOysaiHeMil CIIOCTEepIraeThcsl MosiBa Ha XOJIOA1 BUCHUIIAHb
Ha IIKIp1, aKPOLI1aHO3, OHIMIHHS MMAJIBLIIB PYK.

Hiaenocmuka

JInst Mi€JIOMHOT XBOpOOM MATOTHOMOHIYHUM € TUTA3MOKJIITHHHA 1HOUIBTpallis
KICTKOBOro  Mo3Ky (Oumbme 10%) 1 MOHOKJIOHAJIbHA  IMYHODIOOYJIIHEMIsS
(cupoBarkoBHii M-kommioHeHT abo 0110k benc-/[xonca B cedi). Tomy 000B'sI3KOBUMHU
€ CTepHaJIbHAas MyHKIIis, IPU BiICYTHOCTI a00 CyMHIBHIH miia3MaTuyHii 1H(IBTparii
B MieJlorpaMi, HEOOXiHE TICTOJIOTIYHE JOCTI/HDKCHHS KICTKOBOTO MO3KY 3
IMYHOT'ICTOXIMIYHHMHU JO0CIT1KCHHSIMHU.

B aHanizi KpoB1 BHU3HAYalOTh 30UIBIIEHHS IIBHJKOCTI OCIJAHHS €PUTPOLIUTIB,
CPUTPOLIMTH CKJICEHI Y BHUIVISIII MOHETHUX CTOBITYHMKIB, 3'SBISIOTHCS IUTa3MaTH4HI
KJIITAHUA, HOPMOXpPOMHAa HOpPMOIMTapHa (1HOAI MakKpOLMTapHA) aHeMis, 3HM)KEHa
KUTBKICTb PETHKYJIOIUTIB.

3amni1o3puTH MI€JIOMHY XBOPOOY MOXKHA TpH rineprporeinemii 6iibire 100 r /
7, 3MEHIIEHH1 aIbOyMIH-IJI0OOYI1HOBOTO CHIBBIIHONIEHHS MEHII HIXK Ha OJUHULIO.
[TaTonoriuyni 1IMyHOTJIOOYJIHM BUSIBISIOTBCS Ha IMyHOeENEKTpodoperpami OLUIKIB
CHUPOBATKU KpoBi Ta / ab0 cedl MpU HAIBHOCTI BY3bKOi 1 pPI3KO 0OMekeHOi (ppaxiiii
(M-koMmmnioneHt, M-rpaaieHT). BuszHauaioTh iX KUIBKICTb B KpOBI 1 B cedl, OLIOK
benc-/Ixxonca (BJ mpotein - nerki JaHIlOrd IMyHOIJIOOYJIHIB) - B C€Yl METOAOM
IMyHO]iKcalii.

[limx dYac pEHTreHONOriYHOTO JOCHI/DKCHHS KICTOK 3a3HAYEHHUX BHIIE
JIOKaJi3aIii(B ABOX MPOEKIIISIX) BUSBISAIOTHCS ePEKTH KPYIII0i a00 OBAIBHOI (hopMHU
PI3HOI BEJIMYMHU, OCTEONOPO3 1 AecTpykuia xpeouis. [lpu audysHiin popmi mieromu
BU3HAYAETHCS TUTHKU TUGY3HUN OCTEOIOPO3.

Jlo 00OB'SI3KOBHX O0OCTEKEHb XBOPUX MIEJOMHOIO XBOPOOOIO BIIHOCSATHCS:
BU3HAYCHHS PIBHIB KaJbllll0, KPEaTWHIHY, HATPIIO, KaJil0 B KpPOBI, JOCIIIKEHHS

byHKIIT HUpOK (TIpU HASIBHOCTI MPOTEiHYyPii), BU3HAYCHHS KoaryjorpamMu, 011ipyOiHy
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3 (pakiisiMu, TpaHCaMiHa3, JIAKTATAET1IPOreHasu, [32-MikpomioOyiiHy, 3arajibHOTO
aHaizy ceul.

[Ipu imyHO(deHOTHUITYyBaHHI BU3HAYAETHCS  EKCHpecis  OUIKIB-aHTUTEHIB
AiMoinHUX penenTopiB KiaiTMHaMu MienomHoro kiony: CJ(38, CJ149, CI56; ne
BuU3HavaeTbesl ekcrmpeciss C19, B Toil yac sk HOpMalibHI IUIa3MaTH4YHI KIITHHU
excrpecytoTb antured CJ[19. BBaxaroTsb, 1110 came BTpara 34aTHOCTI CUHTE3yBaTH
aatured CJ/[19 moxe npu3BOAWTH 1O BTpaTH 3AaTHOCTI KIITHH JO arloInTo3y 1
HaKOIMYEHHSI MIEJIOMHOI MACH.

baxxanumu 1711 11IarHOCTUKYU € TakKi JOCHIJKEHHS: BUBHAYEHHS pIBHS (ponaris,
BiTaMiHy B12; BakKKUX 1 JIETKUX JIAHIIIOT1B APANPOTETHY B CUBOPOTIII KPOB1 METOJIOM
IMyHO(iKcalii 1 1X XapaKTepUCTHKA; KUIbKICHE BU3HAUYE€HHS IMyHOITIOOY/IiHIB B ceul;
IMYHOTICTOJIOTIYHE JOCIIKEHHSI KICTKOBOTO MO3KY ; ITUTOTEHETUYHE JOCIIKEHHS
KiCTKOBOTO MO3Ky (audepeHnuiioBane 3abapsnennsi, FISH-meronm); komm'roTepHa
ToMOrpadisi, MarHITHO-pe30HaHCHA TOMOTpadisl.

Knacudikauis

Po3pi3HsAIOTE BapiaHTH MIE€JIOMHOT XBOPOOM Yy BIJAMOBIAHOCTI 3 BHUJIOM
CHUHTE30BaHOrO maparporeiny: G-mieaoma; A-mienoma; D-mienoma; E-mienoma,
M-mienoma; mieaoma benc-/[oHca; HecekpeTyroua MieaoMma.

G-Mmienomy pgiarHocTyioTh y 50% xBopux, A-mieaomy - B 25% BUMAJKIB,
xBopoOa benc-/[)xoHca (xBopoOa JETrKMX JAHIIOTIB) 3ycTpidaetbes y 12-20%
XBOPUX.

3riiHo KkaiHiko-anamomiunoi kracughixayii [H.€. AuapeeBa, 1998], BUILIAIOTH
TaKl ghopmu mieiomHoi xeopoou:

— Hudy3Ho-Boruutesy (y 60% xBopux);

— JIndyzny (y 24% xBopux);

— MuoxunHO-BorHULIEBY(Y 15% xBOpHX);

— PizkicHi (CKJIEpO3UBHY, IEPEBAKHO BicliepalibHY — B 1% XBOpuUX).

3a nepebicom PO3PI3HAIOTH XPOHIYHY 1 TOCTpY (TepMiHanmbHy) a3y

3aXBOPIOBaHHS; aKTUBHY/CUMIITOMHY, YHOBUIbHEHY/TII0UY MI€JIOMY,
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MOHOKJIOHAJbHY TaMMararicd HESICHOTO TIeHe3y, [0 Ma€ 3HaYeHHS I
MEJMKaMEHTO3HO1 Teparii.

Jliaenocmuyni kpumepil akmugHnoi / cumnmomuol MM:

* [Ina3MonuTH B KICTKOBOMY MO3KY > 10% a60 HasBHICTh IJIa3MOIIUTOMHU B O10TTaTi
TKaHUH.
» HasBHICTP MOHOKJIOHAJILHOTO TIPOTEiHY B KpoBi 200 B ceui ((IgG
> 31/ abo IgA > 1r/nn) Ta/a6o B cedi (6110k benc-/[xonca > 11/24r.).
[Ipu BiACYTHOCTI MOHOKJIOHAJBHOTO MPOTEIHY - HasBHICTH > 30% MIa3MOLUTIB B
KICTKOBOMY MO3KY.
* HasiBHICTh OZHOTO 3 MOB'SI3aHUX 3 MIEJIOMOIO O3HAK AUCHYHKIINA OpraHiB asiBHOCTI
xo4a 0 ofHi€l 3 qUChYHKITIN BHYTPIITHIX OPTaHiB BHACTIAOK MIEJIOMU
(CRAB): [C] — 301nbli1eHHS piBHS KaJIbIIi0 B KpOBI (Kalbliid cupoBatku > 10,5 mr/n
a0o0 BHIlle HOPMHU), [R] — HUpKOBa HEOCTATHICTH (PIBEHb KPEATHHIHY B CUPOBATIII
> 2 mr/100 mn), [A] — anemis (piBerb reMorio0iny < 10 /100 mit a6o 2 r< HOpMH),
[B] — miTuyHi ypakeHHS KICTOK a00 OCTEONopo3, MpPU HAIBHOCTI COJUTAPHOL
TUTa3MOITUTOMHU 200 OCTEOIopo3y Oe3 mepenoMiB - HassBHICTh > 30% MIa3MOIUTIB B
KICTKOBOMY MO3KY.

JlomaTkOBUMM ~ KpUTEpISIMH  aKTUBHOCTI MM MOXyTh OyTH aminoigos,
CUMIITOMATUYHUN CHUHIPOM TiMEPB'SI3KOCTI, TIMOmIo0ymiHeMiss 1 OakrepialbHi
1Hpexkii (OUIbIe TBOX pa3iB HA PIK).

Jliaenocmuyuni kpumepii ynosginbuenol/muitouoi MM:

* [IImasmomut B  KicTKOBOMYy MO3ky > 10% Ta / abo HasgBHICTH
MOHOKJIOHAJILHOTO TIPOTEiHY B KpoBi > 30 1/ 1.

* BincyTHicTh KICTKOBUX ypaxeHb a00 Oyap-SKUX CHMIITOMIB, TOB'S3aHUX 3

XBOPOOOI0, MEPII 3a BCe, aHEMIi, TIepKaIbIll€EMii, HIPKOBOI HEJIOCTATHOCTI.

* piBeHb naparnporeiny: iMmyHoroOymid G < 30 r/ 1, iMyHOI100yIiH A <20r
/ 1, B] mporein < 11/ 24 ron;

* < 10% rura3MaTUIHUX KJIITHH B KICTKOBOMY MO3KY;
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* BiacyTHICTh KICTKOBHUX YypakeHb a00 Oydb-sIKHX CHUMIITOMIB, TOB'SI3aHUX 3

XBOpOOOI0, Tepul 3a BCe, aHeMIi, TepKaibIlieMii, HHPKOBOI HEAOCTATHOCTI.

* BiacyTHicTh KIIHIYHUX Ta Ja00paTOpHUX O3HAK aminoigody abo XBopoOu

BIJIKJIQICHHS JIETKUX JIAHITIOTIB IMyHOTJIOOYITiHIB.

MM xknacu@ikyroTh 1€ 3a CTaAisiMHU, 3aJ€KHO BiJl MAaCU MyXJIUHHUX KJITHUH,

MATOJIOTIYHOTO MapanpoTeiny, NeCTPYKIlii KICTOK, PIBHS KaJbIIiI0, HASBHOCTI aHEMII,

Hedpormnarii.
Cmaoieanns MM 3a B.Durie, S.Salmon
IToxa3zuuk Cramis I: Cramis 1I: Cramis 111:
yC1 Kputepii 1 abGo OinbIe 1 abo GinbIe
BIJIITOBIJJAIOTH KpUTEPIiB KpuTepii
B1IIOB1IAIOTH
I'emorno6ix >10 r/on 8,5-10 r/nmn <85 r/n
Kanpii <3,0 MMOJIB/T1 <3,0 MMOJIB/ >3,0 MMOJIB/
M-nporein
IgA <30 /m 30-50 r/n >50 /1
IgG <50 r/n 50-70 r/n >70 r/n
Jlerki nanittoru B cedi | <4 r/mo0y 4-12 r/noby 12 v/moby
(6imox benc-/lxoHca)
CyOxnacudikarris Cramis A Kpearunin
cupoBatku <200
MMOJIb/JI
Cramsa b Kpearunin

cupoBatku >200

MMOJIB/JI

JIoIaTKOBOIO O3HAKOIO JUIsl BCIX CTaJllii MIEJIOMHOI XBOPOOHM € pPiBEHb

KpeatuHiny B KpoBi: <0,02 r/m - A (CBIZYUTH MpPO HOpMalbHY (YHKIIIO HHUPOK);

>0,02 r / 1 - B (HUpKOBa HETOCTATHICTH ).
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Ha 3miny HaBezgeHiit cucrtemi cranairoBanHs MM akTUBHO BIPOBAKYETHCS B
MPaKTUKy CHCTEMa CTaJllOBaHHs, PO3p00JeHa MIKHAPOAHOK POOOUYOI0 TPYIOIO
(IMWG) 3 BUBYEHHS MIEJIOMH, B OCHOBI $KOI JICKUTh piBeHb aJIbOyMiHY Ta
B,-mikporodyminy B kpoBi (P.R. Greipp et al., 2005).

Cucmema cmaditosanns mienomuoi xgopoou (IMWG):

* Cragis I: B,-mikpormoOysmtia <3,5 m r/ 11, ans0ymin >35 r /

* Cragis II: B,-mikpornoOymin<3,5 M r /1, ans0oymin <35 r/ 11, abo

3,5 M1/ 1< B,-mikpormoOymin <5,5 m 1/ 1

* Cragis III: B,-mikpormoOyiin >5,5 mr/ 1.

Kpiv moeo, sudinsaroms xinoka amunosux eapianmie MM:
* Hecexpemytoua mHodcunna mienoma:

- BIZICYTHI} napanpoTeiH B CHPOBATIIl KPOBI a00 cevi 3a pe3ysibTaTaMu METOTY

iMmyHO(iKcarii;

- KUTBKICTD TJIa3MaTUYHUX KIIITUH B KICTKOBOMY MO3KY > 10% a0o0 HasiBHICTb

TTa3MOITUTOMU;

- IOPYIIEHHS B OpraHax 1 CHCTeMaXx, MOB'SI3aHUX 3 MIEJIOMOIO (BKJTFOUAIOYU

OCTE0JT13 KICTOK).

» Conimapua niasmayumoma KiCmok:

- BIICYTHICTb TIapanpoTeiny B CHpOBATIIi KpoBi abo ceui;

- OIMH OCepeOK ACCTPYKIIIi KICTOK, MOB'sI3aHUH 3 Mpotidepaliiero

TUTa3MaTUYHAX KITITHH;

- KUTBKICTh IIJIa3MaTHYHUX KIITHH B K / M <10%;

- BI/ICYTHICTbh Ypa)K€HHS IHIIUX OPraHiB 1 TKAHUH, MOB'SI3aHUX 13

3aXBOPIOBAHHSIM.

* ExcmpameOynapua niasmayumoma:

- BIICYTHICTb NIapanpoTeiHy B CHPOBATIIl KpoB1 a00 cedl (MOXKIIMBO HEBEIMKA

HOT0 KIBKICTD);

- eKCTpameayssipHa (1103aKiCTKOBOMO3KOBA) MyXJIMHA, MPEICTABICHA

TUTa3MaTHYHUMHE KITITHHAMMY;

- BIZICYTHICTbh YPaXKCHHS KICTOK CKEJIeTa;
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- BI/ICYTHICTb ypa)KE€HHS 1HIITUX OPTaHiB 1 TKAHUH, MOB'SI3aHUX 13
3aXBOPIOBAHHSM (B1ICYTHICTh YPa)KE€HHS KICTOK).

Jlugheperuianvua diacHocmuka

Hudepenmianpbua nmiarHoctTrka MM, meprr 3a Bce, TPOBOIUTHCS 3 1HIIMM
napanporeiHeMiYHUM TemoOnacto3oM 3 B-miMmdorurapHoro mnpomidepaliero B
KICTKOBOMY MO3Ky 1 BHUPOOJIGHHSAM TMapamnpoTeiHy - MakporoOyiTiHEMIE0
Banbaencrpema.

Hnst maxpoenobyninemii Banboencmpema XapaktepHa mposmidepariis apioHuX
mimboruTiB. M-nporein mpu MM mnpeacraBieHuii yacTiiie 1MyHOIIOOYJiHAMH
kjaciB A, G, a mpu xBopo6Oi BanbaeHncrpema - iMmyHOro0yiniHoM kiacy M.

Y mouarkoBiii cramii MM  HeoOxigHO audepeHIioBaTH 3 HIIUMHU
raMMaraTissMi MpU TEPBUHHUX 3aXBOPIOBAHHSIX HUPOK 1 TMEUYIHKH, TYOEpKYJIhO31,
mu(y3HUX 3aXBOPIOBAHHAX CTIOTYYHOT TKAHWHU, COMITHUX IMyXJIMHAX.

VY BCTaHOBJIEHHI [1arHO3y JOTMOMAararoTh JJOCIHITKEHHS KICTKOBOTO MO3KY,
O10XIMIYHE JOCTIHPKEHHSI KPOBl, IMyHO(QEHOTUITYBaHHS KJITUH KpPOBI 1 KICTKOBOTO
MO3KY, BUsABJIEHHSI M-koMmoHeHTa 1 O11ka benc-/[xoHca.

Jiarno3 MM 3a BijicyTHOCTI cieluiYHUX KITHIYHUX TIPOSBIB MOXE OyTH
3aImiI03peHUN Ha MiJICTaBl OI[IHKY T'eMAaTOJIOTYHUX TTOKA3HUKIB (3arajJbHUM
reMorTo0iH, KUTbKICTh €PUTPOLIUTIB, PIBEHD JIEUKOIUTIB, TpoMOonwuTis, [IIOE, a
TaKOXX PIBHS 3araJibHOro O1JIKa, KpEaTHHIHY Ta CEYOBHMHHU) 3a pe3yIbTaTaMu
KJIHIYHOTO aHaJi3y nepudepruuHoi KpoBi Ta JITUYHUX ypaKeHb KICTOK 3a
pe3ysbTaTaMu PEHTTCHOJIOTIYHOTO JOCIHKCHHS.

[TarieHTH 3 HASIBHICTIO OCTEOJIITUYHUX BOTHUIL AECTPYKIIIT KICTOK MalOTh OyTH
HaIlpaBJICHHI JIO CIelialicTa — OHKOJIOTa, TeéMAaToJIora IicyIs BUKIIOUYSHHS HE
NYXJUHHUX MPOIECIB BOPOAOBK 10-TH IHIB.

KpiM 3704KICHUX HOBOYTBOPEHb, MpPU SKUX JO NATOJIOTIYHOTO MPOLECY
3aJIy4arOThCsl KICTKH, JCCTPYKII MOXYTh OyTH OOyMOBIIEHI Timepraparipeo3oM,

xBopo6oto Tlemxkera, iHGEKIITHUMEU 3aXBOPIOBAHHAMHU (OCTEOMIENIT, TYOEPKYIHO3).
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Jlikyeanns

Kypcu ximioreparii npu MieqoMHINA XBOpoO1 MPOBOASTH MPU PO3BUTKY aHEMIi,
301IbIIeHHS PiBHS M-KOMIOHEHTa, TineprapanporeineMii, BHUpPa)XeHid IeCTpyKLii
KICTOK.

ba3zosi cxemu 1-oi ainii mepanii:

- boprezomib (Benkeiin) + nmekcamera3oH. KiabKicTh IUKIIB - 5-6, 4acTKOBa
pewmicis 10 80%.

- Tamipomin + pexcamera3oH. YactkoBa pewmicis 1o 60%, nmoBHa pemicid -
7,7%.

AJOreHHy TpaHCIUTAHTAI[lI0 KICTKOBOTO MO3KY IMPH3HAYal0Th XBOPUM Y Billl 10
65 pOKiB B pamMKax JOCTIHUITLKUX KIIHIYHUX MPOTOKOJIIB.

XBOpHUM, fK1 € TOTEHUIMHUMH KaHIUJaTaMU JJisl ayTOJIOT1YHOT TPpaHCIUIaHTallii
ctoBOypoBux KmTHH (ATCK - BBeIE€HHs BIACHHX CTOBOYPOBHMX KIIITHH) MPOBOISATH
IHIAYKIII0O pemicii 5-a KypcaMH BHCOKOJO30BaHOI XiMmioTepamii 3a CXeMaMu:
oopTe3oMi®O + JekcaMmeTa3oH, TalioMin + Jaekcameta3zoH. Ilpu oOmexeHoMy
3aCTOCYyBaHHI WX MpemnapariB Mpu3HadaroTh Mendanan (agkepaH) 3 MPeIHI30JI0HOM
(uactkoBa pemicisg 10 30%, moBHa pemicis - 4%); npotokon M2 (Binkpuctux, BCNU,
ankepaH, uukiaodocdamin, mpeanizonoHn); VAD (BIHKpUCTHH, ajpiabiacTiH,
JIEKCaMeTa30H) - 9acTkoBa pemicist 10 50%, 3 nmogansiioo ATCK.

XBOopUM, SKUM HE IUIAHY€TbCS ~ BHMCOKOJIO30BaHA  XimioTepamis 3
ayTOTPAHCIUIAHTALIIEI0 CTOBOYPOBUX KIITHH, HAWOUIbIIYy YacTOTy peMicii MOXHa
JOCSTTH TIPM BHUKOPUCTAHHI TpaIuWIIiHOI cxemMu -  MendanaH (ajJkepaH) 3
MPEAHI30JI0HOM 3 JIOAaBaHHSIM HOBHUX IpernapariB - Oopte3oMmiOy (Benkein) ado
Tajgigomigy. Y mepumoMy BHUIAAKY YacTKOBa pemicis ckianae moHazn 71%, moBHa
pemicis - 30%, y apyromy - 42-70%, 1 15% BianoBigHO.

[pyra niHig Tepamii st XBopux 3 pedpakrepHumu dpopmamu MM 1 npu
penuauBax 3aXBOPIOBaHHS. Y BHUIIAJIKy BUHUKHEHHS PELUMBY OLIBIN HDXK depe3 2
POKH, HEOOX1/THO 3aCTOCOBYBATH CXEMH TOIEPEIHBOTO JiKyBaHHs. SKio mepion OyB
KOpOTKMM, cmi BukopuctoByBatu 1Hmi cxemu [IIXT. 3oxpema: CVP

(muxnodocdamin, O6opre3omid, MPEAHI30J0H), YacTkoBa pemicia a0 89%, moBHa -
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53%; PAD (6opte3omib, mokcopyOinuH, nukiodocdamis, AeKcaMeTa30H), YaCTKOBA
pemicis 1o 60%; VMPT (6opre3omiO, Memndanan, NpeaHI30I0H, TaTiAOMII) -
JacTKoBa pemicis 10 67%, moBHa - 17%; 1HIIT cXeMU O1TBIIT TOKCUYHI.

B sixocTi miaTpumyrodoi Teparii Ta s TOCATHEHHS peMicii abo ctabimizamii
MaTOJIOTTYHOTO MPOIIECY BUKOPUCTOBYIOTH aib(da-iHTephepoH y n031 3 MiH o1/ M2 3
pasu Ha TUXKICHb.

[Ipu BupaxkeHidi aHemii HOIIILHO mpu3Hadatu eputpornoetuH 10 tuc. MO 3
pa3u Ha TmxaeHb a00 30-40 tuc. MO 1 pa3 B Tk AeHb HE MEHILE 3-4-X TUXKHIB.
XBOpUM MIEJIOMHOIO XBOPOOOIO 3 CHHAPOMOM MIJABUIICHOI B'SI3KOCTI KpPOBI
(3arasibHuii  OU10K cupoBatku Ounbme 100-140 r / 1) 1 KpOBOTOYMBOCTI MpHU
rinepnpoTeinemii mokazanuii tiazmadepes. [lponenypy mnpoBomste 2-3 pa3u Ha
TUXJCHb B KUIBKOCTI 4-6 ceanciB. [lokazanusM ais miazmadepesy € TakoK HUPKOBa
HEJOCTATHICTD.

[Ipu kommpeciiHUX TMeperoMax BHUKOPHCTOBYETHCS  TpHUBAJIC BUTSATYBAHHS,
crieniajgbHl KOpPCETH, peTeibHa peno3uiis 1 (Qikcamlis KICTKOBUX YJIaMKIB, IpHU
NOKa3aHHSAX - XIpypriuHud octeocuHte3. Jlng 3abe3nedeHHs MOCTIHHOTO
HABaHTAKEHHS Ha OIMIPHI YACTUHU CKeJIeTa nalrjieHTam nokasani 3aHsaTTs JIOK.

Jnst  JmikyBaHHS ~ JECTPYKTHUBHUX  YPaXeHb  KICTOK  BHKOPHCTOBYIOTH
oichochanaru (Oonedoc, OOHAPOH, OOHAPOHAT, apemia, 30JCIPOHOBA KHCIIOTA,
naMmipeauH 1 1H. 1 pa3 Ha MicAlb), sIKi OJOKYIOTh OCTEOKJIACTH 1 IMOIEpeKaloTh
IPOrpECYBAaHHs MOLIKO/UKEHb CKesleTa. TpHUBaNICTh JIIKyBaHHA 10 2-X pokiB. [lpu
130/1b0BaHIil  (pOpMI MIE€TOMHOI XBOpPOOM TMpU3HAYAIOTH IPOMEHEBY Tepamio B
cymapHiit 1031 40 - 50 I'p.

3 METOI 3MEHIIEHHS OOJHLOBOTO CHHIPOMY TMPHU3HAYAIOTH HEOMIOimHI
aHajbreTuku (ameramiHodeH), HarypaiabHl ab0 CHHTETHYHI omioinu (HanOydeH,
Haj0yK). 3acTOCYBaHHS HECTEPOiHUX NPOTH3aNAIbHUX 3aC00IB OOMEXEHO uepes
BHUCOKY YacTOTy TaCTPUTIB 1 ypakeHHS HUpPOK. OJHUM 3 HOBHUX METOJIB Teparii
XPOHIYHOTO OO0JII0 € BUKOPUCTAHHS TPaHCAEPMaIbHOI CUCTEMH (PeHTaH1I.

JloBeneHo, 1110 creniaibHe MPOTUITYXJIUHHE JIIKYBaHHS CIPUSIE TOCATHEHHIO

TPUBAJIUX PEMICIH y MaIieHTiB 3 MM.
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Ouinka 8i0noeioi Ha JIKY8AHHSA NDOBOOUMBCA 3 HACMYNHUMU KDUMEDIAMU

llosua pemicia:
* BIICyTHICTh M-TIpOT€iHY B CHpOBATIIl KPOBI 1 C€Yi, MiATBEPIKEHE METOIOM
iMyHO(iKcallll He MeHIIe 6 THXHIB;
* BIJICOTOK TUIa3MaTUYHUX KJIITHH B KICTKOBOMY MO3KYy MeHIe 5%.
Yacmrkosa pemicis:
* 50% -a penykiiss M-nipoteiny B cupoBatiii 1/ a60> 90%-a peaykiisi ekckperii
JIETKUX JIAHITIOTIB y cedi abo 1X cekperis B cedi <200 mr / rox mpoTaroM 6 THKHIB,;
* ISl HECEKPETYIOUOi MIEJIOMHU - PEIYKIIIS IJIa3MaTUYHUX KIITHH B KICTKOBOMY MO3KY
> 50% BiJ BUX1HOTO PiBHS.
Minimanvna pemicia:
* 25-49% penyxuis M-niporeiny B cuposariii 1/ a6o 50-89% pemyxiiist eKCKperii
JIErKuX JaHIoriB y cedl <200 mr / roa npotaroM 6 TH>KHIB;
* ISl HECEKPETYIOUOi MIEJIOMU - PEAYKIlis TIa3MaTHYHUX KIIITHH B KICTKOBOMY
MO3KY> 25-49% BiJl BUX1JJHOTO PIBHSI.
* IIJIATO - MMOKA3HUKH BIATMOBIII HA JIKyBaHHS CTA01IbHI TPOTATOM > 3-X MICSIIIB
(BigxuneHHs B Mexkax 25%).
lIpocpecia 3axeoprosanns
1. Ha > 25% 30inpIeHHs mapanpoTeiny B KpoBi (He MeHI 5 T/ 1) abo eKckperrii
JIETKUX JIAHITIOTIB y I000BI1H ceul (10 piBHA > 0,2 1/ 100y), 3adikcoBaH1 Mpu 2-X
JIOCIIKCHHSAX
2. Ha > 25% 3011bIIeHHS KUTBKOCTI TUTa3MaTHYHUX KIIITUH B KICTKOBOMY MO3KY, 11O
He meHue 10%.
3. 3a3HaueHe 301IbIIEHHS CTapUX a00 MOsSBAa HOBUX JIITHYHUX KICTKOBUX YIITKO/KCHb
a00 PO3BUTOK IIA3MOIIUTOMHU M'SKUX TKAHHH.
4. TunepkanpLiemist (> 3 MMOJb I / J1).
Peyuous
[TosiBa mapanpoTteiny B KpoBi a00 ceul, IUIa3MOIUTIB B KICTKOBOMY MO3KY >
5%, HOB1 JIOKYCH KICTKOBUX YIITKO/PKEHb a00 TUIa3MOIIMTOMA M'SIKHX TKaHUH,

rinepkanbifiemis (> 2,8 MMoIb T/ 11).
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Ilpuknaou munoeux ananizie Kpoesi 3axeopio8ans npu aeuKemiax

Tocmpuii mienobracmuuti netiko3:
Hb-90r/

KinbkicTs epurpouuris - 2,7x10'% / 1;
KonwopoBuii nokasnuk - 1,0;
TpomGouuth - 13 x 10°/ 1;
Perukynonutu - 0,4%

Jetikoruru - 120,0 x 10° / 1;

OJracTHI KINTUHH - 82%);

MIETOIUTH - 2%

cermenrosaepHi - 10%;

aiMmporuty - 4%;

MOHOIIUTH - 2%;

MIBUKICTD OCITaHHS €PUTPOLUTIB - 20
MM / TOf.

Lumoximis bnacmuux Kaiimum:
nepokcuas3a B 6acrax +

peakiiis Ha rimikoreH (PAS) -

Tocmputi nimghodoracmuutl netikos:
Hb-70r/ m;

Kinskicts epurponuris-2,0x10'/ m;
KonwopoBuii nokasnuk - 1,0;
TpomGouuTn - 70 x 10° / 1;
Petuxynomutu - 0,2%

neikouuty - 250,0 x 10° r / 15
OnacTHI KIITHHU - 65%
cerMeHTosiiepHi - 18%

aimbonutu - 15%:;

MOHOIIUTH - 2%;

IIBUJIKICTh OCIJIaHHS €PUTPOLHUTIB - 30
MM / TOJ,.

L{umoximisn bnacmuux Kiimum:
NepoKcHasa B 6jacrax -
peakiiis Ha riiikoreH (PAS) +

Xponiunuti mienoneikos XxpoHiuna
cmaois:

Hb-90r/ m

Kinbkicts epurponutis - 2,7 x10' / 1n;
KonbsopoBuii mokasHuk - 1,0;
Tpomb6oruTu - 1300 x 109 / 7;
Jlevikorutu - 120,0 x 109 / 11;

OJ1acTHI KINTHUHU - 2%;

npoMienaonutu - 3%;

MIETOIUTH - 8%;

10H1 - 12%;

naiauukosiaepHi - 10%;
cerMeHTosAepHi - 45%;

6azodinm - 6%;

co3uHoinmm - 8%;

mimborutu - 4%;

MOHOIIUTH - 2%;

HIBUJIKICTh OC1JIaHHSI €PUTPOLUTIB - 20
MM / TOJI.

Xpouiunuil mienonetikos, O1acmuuil
Kpus:

Hb-70r/ m

Kinbkicts epurponmTis-2,0 x10'2 / 1;
Konwoposuii nokasnuk - 1,0;
TpomGouuTu - 70 x 10° / 1;
JletikouuT - 250,0 x 10° / 115
OiacTHi KiiTuHH - 15%
npomienomuta - 10%

MieaoruTy - 12%

10H1 - 15%

nanuukosiaepHi - 10%
cerMeHTosiiepHi - 18%

6azodinm - 10%

eo3uHoPimm - 6%);

nimborutu - 2%;

MOHOIIUTH - 2%;

IIBUJIKICTh OC1JIaHHS €PUTPOLHUTIB - 30

MM / TOJI.

190




CumnmomamuyHutl epumpoyumos
(XO3JI, IXC)

Hb —200 r/m;

Kinekicts eputpormrie-6,0x 10" /i;
-0,91;

TpomGounTu — 180,0 x 10°/1;
Jletikouutn —6,4 x 10° /i;

roH1 — 0%;

nanuukosiaiepHi — 3%;
cermeHTosiiepHi — 58%;

6azodimm — 0%:;

eo3uHo i — 3,0%;

mimponutu — 30%;

MOHOIIUTH — 6%;

[IOE— 6 MM /Ton

Icmunna noniyumemis (epumpemis):
Hb —220 r/m;

Kinbkicts epurpouuTis-7,2 x10'2 /i
Konwoposwuii nokazuuk— 0,91;
TpomGouuTtu — 450,0 x 10° /1;
Jletikouut — 12,2 x 10° /m;

10H1 — 2%;

najanaxosaepHi — 8%;
cermeHTosiAepHi — 68%;

6azodinmm — 0,5%;

eozunoPimm — 0,5%;

imborutu — 18%;

MOHOIIUTH — 3%;

IIOE — 0,5 mM /ron

Mmuoowcunna mienoma

Hb — 98 r/m;

Kinskicts epurpormris-3,2 x 10" /i;
Konwoposuii nokazuuk — 0,9;
TpomGouuTtu — 200 x 10° /i1;
Jletikouut — 5,0 x 10%/11;
nanuykosiiepHi — 2%;
cermeHTosiAepHi — 58%;
aimporutu — 36%;
MOHOLMTH — 4%;

IIIOE — 58 MM / rox

Xponiunuti nimghonetikos

Hb —-100r/ m;

Kinbkicts epurpouuris -3,5 x10'2 /i;
Konwoposuii nokaszuuk— 0,9;
TpomGouuTtu — 220 x 10° /i;
Jletikouut — 150,0 x 10° /x;
nanuukosiiepHi — 1%;
cermeHTosiAepHi — 8%;

aimpouutu — 88%;

MOHOIIUTH — 3%;

IIOE- 18 MM / rox

Knituau borkina— ['ymmpexra — 10 Ha
100 neiikonuTiB

3paszku KAiHiYHUX 0iaeHo318:

1. XpoHIYHHI MI€TOICHKO3, TI3HSI XPOHIYHA CTalis, 3 BUPAKEHOIO CIUICHO- ,

FCH&TOMCFaHi€IO, PHU3UK BHCOKHUI.

2. XpOHIYHMI MI€JIONIEUKO3, TEpMIHAIbHA CTaaisl, OJACTHUM KpH3.

3. Xponiunuii gimponeiikos, mouarkona crauis, A (0) ct. mo Rai.

4. Ictunna nomiruteMis, 11 ctamis, gaza A.

5. Ictuana nomimuremis, I cranis, daza B, cuieHoMeranis.




6. Ictunna nominuremis, 11 cragus (TepMinanbha), TpanchopMallist B TOCTPHIA

JIEUKO3.

2.3. KOoHTPO/IbHI MUTAHHS, TECTH BUXITHOTO PiBHA 3HAHb, KJIIHIYHI 3aBI1aAHHA
KoHTpo/ibHi nuTaHHSA
1. OcobnuBocCTi aHamMHE3Y 1 (H13UKATBLHOTO OIVISAY y MAIIEHTIB 3 MiI03POI0 Ha
JeHKeMIYHUH TIpoIiec.
2. Kpurepii KI1HIKO-1a00paTOPHOI 11arHOCTUKH F'OCTPOTO 1 XPOHIYHOTO
MI€JI01THOTO Ta JIIM(OITHOTO JIEHKO31B.
Kinacudikariis roctpux JIeHKo3iB.
[TpuHIIMTIN JTIKYBaHHS TOCTPUX 1 XPOHIYHUX JICUKO31B.

dopMu XPOHIYHOTO JIIMPOIECHKO3Y.

AN

Crazii XpOHIYHOTO MIEJTOIUTAPHOTO 1 JTIM(POIUTAPHOIO JeiK031B. OcOOIMBOCTI

ix Teparii.

7. Kpurepii 11arHOCTUKH 1 CTail ICTUHHOI MOTIIIUTEMI].

8. JludepenmiitHa 1iarHOCTUKA ICTUHHOT MOMIITUTEMIT Ta CHMIITOMATHYHUX
EPUTPOLIMTO3IB.

9. Kuniniko-mabopaTopHi KpUTEpii A1arHOCTUKU MHOXUHHOT MI1€JIOMHU.

10. OcHoOBHI XiMIOTepaneBTUYHI IpemapaTH MpU Pi3HUX JEHKO3aX.

TecTn BUXiZHOTO PIBHS 3HAHb
1. luroxiMiuH1 KpUTepii rocTporo naiMpoOdacTHOro JeHKo3y:
A. Tlo3uTrBHA peakIlis Ha MIEJIOMEPOKCHIA3Y
B. Ilo3uTHBHA peakiiis Ha TIIKOTCH
C. Ilo3uTuBHa peaxiiis Ha kuciy docdarazy

J. Tlo3uTuBHA peaxiiis Ha HecneuIYHy ecTepasy

2. OCHOBOIO Cy4aCHOTO JIIKyBaHHS MI€JIOiTHUX (POPM TOCTPOTO JICHKO3Y €:

A. Komb6iHaris muto3uH-apabiHO3HIa ¢ aHTPAIUKIIIHAMHU
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B. Iocriitamii mpuiiom rigpea
C.BukopucTtanHs MpOTUITYXJIMHHAX TPETapaTiB POCIMHHOTO TTOXOMKCHHS

D. Iluro3ap, TioryaHiH, aapiabiacTiH

3. [Ipenaparu i JIKyBaHHS XPOHIYHOTO MIEJIONEUKO3Y Y PO3TOPHYTIN CTajli - BCe
nepepaxoBaHe , KpiMm:

A. [ToniximioTeparis

B. Mienocan

C. I'miBek

D. I'igpokciceuoBrHa

4. ITpunium Teparnii 0;1acHOTO KPU3y XPOHIUYHOI MIEJIOIUTAPHOI JIEHKEeMIi:
A. Mienocan abo Mi€100pOMOIT y BEITUKUX J103aX

B. TI'igpoxkciceuoBrHa

C. Cxemu JiKyBaHHS TOCTPOTO JIEHKO3Y

D. uknodocdan 3 mpeaHi30I10HOM

5. PaHHI KJIIHIYHI O3HAKK TEPMIHAJIBHOI CTali 1 OJJACHOTO KPU3y XPOHIUHOT
MI€JIOIUTAPHOI JICHKEMIi:

A. JletikoruTo3, eozuHodinis, 6azodimis

B. 3011b1meHHAS CENE31HKH, ICYIHKH

C. PedpakrepHicTh 10 Mi€JIOCaHy, Tiapea

D. 301np1ieHHs iMGaTUYHUX BY3JIB 1 CEIE31HKU

6. KitiniyH1 03HaKW 1CTUHHOT MOJIIUTEMIT BCe TIEpepaxoBaHi , KpiM:
A. ITouepBOHIHHS Ta CBEpOIXK LIKIpU

B. 306inbmieHns cene3inku, aprepiaibHa TinepTeH3is

C. CnaOkicTb, 301bIICHHS IIEYIHKU 1 CEJIE31HKHU

D. 36inbuieHHs NiMPaTHIHUX BY3JIiB
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7. HaiiG11bp11 xapakTepHi KIIIHIYHI O3HAKA TIPU CUMTOMAaTHYHUX aOCOTIOTHUX
CPUTPOITUTO3AX:

A. CruteHomeratis

B. 306inbI1eHHs TeYiHKH

C.CBepOix mIKIpU

D. Axkporiano3

8. [lokazanHns 1o npuszHaueHHs nomiximioreparii (cxemu CHOP, COP) npu
XpOHIYHOMY JTIM(OJICHKO31:

A. ITomipHMIA TEHKOLMTO3 3 IIM(POLIMTO30M

B. Kuminiuna cramis III -1V (Rai)

C. Kiminiuna cramis 0 (Rai)

D.IlomipHMil JE€HKOLMTO3 3 HOMIPHUM 30UTBLIEHHSAM MepUPEepUIHUX JTIM(OBY3IiB

9. Ha mporeinorpami M-rpaiieHT 1 BUIVISI TIKY TIPH:
A. PeBmaroinHomy apTpHTi

B. MienoMHi# xBopo6i

C. llupo3i neqiHku

D. Toctpiii neiikemii

10. liarH03 Mi€JIOMHOT XBOpOOH HAWOLIBII MOXKJIMBUH TIPH:

A. 30UTbLIEHHS KUIBKOCTI IJ1a3MaTHYHUX KIITHUH > 10% B KICTKOBOMY MO3KY
B. Bucoka npoteinemis (6inbmre 120 /1)

C. I'imornoOymnineMist

D. HasiBHICTh BOTHHUIL AECTPYKIIil B KICTKaX

IIpasuivHi 810n06I0I:

1-B,2-A,3-A,4-C,5-C,6-D,7-D,8—-B,9—-B, 10 - A.

Koainiuni 3agaui

194



1. Yonosik, 63 poku, 3BEpHYBCA 31 CKapraMu Ha pi3Ky 3arajbHy CIa0KICTh, MOTaHUMN
amneTUT, CXyIHEHHA, 0011 B cyrio0ax, BIAYYTTS TSKKOCTI Y MpaBomy miapedep'i . Y
kposi: Ep. — 3,4 x 10 '* /n; Hb — 102 1/x1; Konpopouii nokazuuk— 0,9; Tp. — 240 x 10
® r/m; JI. — 138 x 10 ° /ir; 6. 1. — 1%; mpomit. — 2%; M. — 13%; roni — 12%; 1/ s —
16%; ¢ / a — 31%; 6a3. — 3%; eo03. — 8%; nd. — 9%; mon. — 5%; ILIOE — 30
MM/TOoA1. SIKHii moniepeIHiit 1iaruo3?

A. TocTtpuii neiko3.

B. XpoH14HMI1 MI€JIONEHKO3.

C. JleiikemoinHa peaxkiis.

D.Epurpomienos.

E. Xponiunwuii nimdomneikos.

2. XBopa 52 pokiB, 3BEpHYJACS JI0 JKaps 31 CKapramu Ha CIa0KiCTh, CBEPOIK MIKIpH
MICJIST KOHTAKTY 3 BOJOIO, TSDKKICT Y TOJIOBi. O0'€KTUBHO: MIKIPHI TOKPUBU OOIHYYS,
i, KiHiBoK rinepemirioBani. AT - 180/100 mm pT.cT. Cenesinka Ha 4 CM BHUCTYIIa€
3 migpeOep's. Axuil HalOIbII HMOBIPHUINA AiarH03?

A. JlepMaTOMiO3HuT.

B. Anepriunuii qepMaTur.

C. CrpaBxHS MOTIITATEMIS.

D. Cucremna ckieponepmisi.

E. T'ilneproHiuHa xBopoOa.

3. XBopa 18 pokiB rocmitajizoBaHa B IreMaToJIOT1YHE BIIAUICHHS 31 CKapramu Ha
TOJIOBHUH O171b, 3araJIbHy CIAOKICTh, BIACYTHICTD all€TUTY, IiIBUILIEHHS TEMIIepaTypu
tia 10 39 ° C, nosiBa npumyxjaocTi Ha mui. O6‘€eKTUBHO: MIKIpa 1 CIM30B1 0OOJOHKH
pi3ko Omijl, nakeTu JiIMPaTuyHUX BY3J1B Ha WIHUi M0 00uaBa OOKU po3mipoM 10 1 cm,
oe30omicHl. Ilewinka Ha 1 cm BucTymae 3 migpebep's, Oe30oimicHa, cene3iHKa
36ubmieHa Ha 0,5 cM, Temneparypa tina 38. © C; V kposi: Hb - 98 v/ 11; Ep. - 2,9 x 10
2/ JL-32%x10°/ 15 ¢/ g - 28%; mon. - 2%; 1. - 39%; 6m. k1. - 31%; pet. - 3%;
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Tp. - 120x10° / 1; mBUAKiCTH ocimaHus epuTpouutie - 36 MM / rox. PAS peakuis B
OJacTHUX KJIITHHAX MO3UTUBHA. SIka ¢opMa Jeiiko3y y XBOpoi?

A. TocTpuii Mi€T0OIaCTHHM JIEHKO3.

B. HenudepentiiiioBaHuii Jeiko3.

C. XpoH1yHUH TIM(POTEHKO3.

D. XpoHiuHuii Mi€JI0TIeHKO3.

E. Toctpuii nimMmdoOaacTHHM JIEHKO3.

4. XBopa 38 poKiB, 3BEpHYJIach /0O JIKaps y 3B'A3KY 31 CIAOKICTIO, JTUXOMAHKOIO,
IPOrPECYIOUUM CXYJIHEHHSAM, 3anaMopodeHHsM. OO0'ekTuBHO: 3picT - 165 cm, Maca
Tina - 40 xr, wKipa cyxa, pi3ko 0:iga 3 koBTUM BigTiHkoM. Y kposi: Ep. - 1,89x10'?/
1, He - 86 v/ m; JI. - 500x10° / 1; mieno6n. - 78%; ueitpodinu - 15%; 1d. - 7%.
SAxunii HalOIBII UMOBIPHMIA J11arHO3?

A. Anewmis.

B. Tl'ocTpuit niMmdoOiacTHmii neiKko3.

C. Xponiuauii 1iMpouUTaApHUI TEHKO3.

D. TlNocTpuit Mien061aCTHUM JTEHKO3.

E. JleiikemoinHa peakiiisi.

5. XKinka 30 pokiB, 3BepHyJacs 10 JiKaps 31 cCKapramMd Ha OUIb B cCymiobOax,
JIMXOMaHKY, NepioJuyH1 KpOBOBUIIMBH. J[0 11bOr0O Yacy Oyiia 310pOBOIO, MPOXKUBAJa B
YopuoOuni g0 amapii Ha YAEC. OO'€eKTMBHO: TemarojlieHaJbHUNW CUHAPOM,
nimdarnuni By3nu He 36impmeni. Y kposi: JI. - 200 x 10 ° / 1, Benuka KiabKicTh
TPaHYJIOIUTIB PI3HOTO CTYMEHs 3pUTOCTi, Mienoomn. <5%, Ph - xpomocoma B KiiTHHAX
KICTKOBOTO MO3KY. SIKWI J1arH03 HalOIbII BIPOT1THUN?

A. MienodiOpos.

B. 3nosikicHa myxmiuHa.

C. l'ocTpuii Mi€noyenKos.

D. JleiikemoinHa peaxiiisi.

E. XpoHiuHuit Mi€I0IEHKO3.
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6. XBopa 49 pokiB, CKap>KUTbCA HAa OUTb 1 HASIBHICTh MyXJIMHU B JIIBOMY Miapedep'i,
3arajbHy CIAOKICTh, MiJBUIICHY CTOMJIIOBAHICTh, cxymia. OO'€eKTHBHO: IIKipa 1
CIM30B1 OOOJOHKM TIOMIpHO OJial, 4HCTI, nepudepuyHi JiMparudHi BY3JIH HE
30upmeHl. CUMITOMM cTepHadrii 1 ocanrii HeratuBHl. Ilynsc - 92 ym / xB,
putmiunuii. [ledinka Ha 4 cM BUCTymae 3 mija Kpairo pedepHoi myru, 6e30oimicHa,
HIDKHIN Kpaii cenesinku Ha piBHI nmynka. Y kposi: Hb - 90 r / i; Ep. - 3,0x10" / n;
xomipauit mokasuuk - 0,9; JI. - 140x10° / m; mpomu. - 10%; mr. - 13%; 10. - 11%; 1/ =
- 28%; c / 51 - 22%; EO3. - 5%; 6a3. - 4%; nd. - 4%; MoH. - 3%; MBHUAKICTh OCITaHHS
epurpouuTiB - 38 MM /; Tp. - 345 x 10 ° / 1. SIxka maronoris HaiGinbII IMOBIpHO
00yMOBJIIO€ TaKy KapTHUHY?

A. XpOHIYHUN MIEJIONEHKO3.

B. JleiikemoinHa peakiisi.

C. Cunapom banma-Kiapi.

D. llupo3 neuiHkw.

E. Xponiunuii nimMmponeiikos.

7. XBopa 60 pokiB, CKapKUThCS Ha 3aaullIKy. [IpoTsirom 0araTbox pOKiB XBOpI€ Ha
XpoHiyHUN OpoHXIT. O0'€KTUBHO: BUpakeHu mudy3Huil 1iano3. Oxupinua. AT -
180/110 mM. pT. cT. Y JiereHsX - po3CisiHI cyXi Xpunu. Bin3zHadaeTbcs 301TbIIICHHS
nedinku i cenesinku. Y kposi: Hb - 180 v/ m; Ep. - 5,6x10" / m; JI. - 12x10° / m; Tp. -
480 x 10 ° / n; mWBHMAKICTH OCimaHHS €pUTPOLHUTIB - 2 MM / rox. SIkuii HaWOiIbII
UMOBIpHUH AlarHos?

A. Cunanpowm IlikBika. CHMIITOMATUYHUN €PUTPOITUTO3.

B. Crpapxus nominutemis. XpoHIYHUNA OPOHXIT.

C. Xponiunuii OpoHxiT. CHMOTOMaTUYHUIA €PUTPOLIUTO3.

D. I'imeproniuna xBopo6a. CUMIITOMATUYHUIN €PUTPOITUTO3.

E. Xponiunuii mienoneiko3. XpoHIYHHI OPOHXIT.
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8. HomnoBik 44 pokiB, MOCTYNHB B 1H(EKIIHHE BIIUICHHS 3 11arHO30M (POTIKYISIPHOI
anrinu. Temmneparypa tina - 38,6 ° C, mkipa 1 ciIu30BI OOOJIOHKHA 3BUYAITHOTO
kobopy. ITysnc - 102 yu / xB, AT - 130/70 mm. pr. ct. ¥V kposi: Ep. - 2,7x10 2/ 1; Hp
- 90 r / m; komipHui nokasHuk - 1,0; JI. - 38x10° / 1; Om. k1. - 68%; 11/ 51 -2%; ¢/ 4 -
14%; nd. - 14%; moH. - 2%; WBUIAKICTb OCiAaHHS €pUTPOIUTIB - 46 MM / ron. Ske
3aXBOPIOBAHHS MOKJIMBO y MaIfieHTa?

A. XpoHIYHUN TIMQOJICHKO3.

B. T'ocTpuii arpanynouuTos.

C. XpoHiuHUN MI€JTOTEHKO3.

D. lI'ocTpuii J1eiko3s.

E. Jlefikemoinna peaxitis.

9. XBopuii 53 pOKIB, CKApXKHUThCS Ha 3arajbHy CIA0KICTh, BIJICYyTHICTh AlE€THUTY,
cxyaHeHHs, JuxoMaHKy. OO'ektuBHO: monuTiMpaneHonaris, miMdaruyHl By3IU
TicTOBaTOi KOHCUCTEHIT, renaromeranis. ¥ xposi: Ep. - 4,0x10" / n; He - 110 1 / 1;
JI. - 100x10° m; 6a3. - 1%; EO3. - 1%; n/ g - 4%; ¢ / 1 - 42%; MoH. - 25%; mumd. -
50%; tini borkina-I'ymmpexrta. Skuil niarHo3 HaOUIbII IMOBIPHUNA Yy JaHOMY
BUNAJKY?

A. XpOHIUYHUN Mi€TOTEHKO3.

B. T'octpuit neiiko3s.

C. Xponiuawuii m1imM¢poIeHKo3.

D. Jlimdporpanynemaros.

E. Mienomna xBopooa.

IIpasinbHi 8i0N08I0I HA KIIHIYHI 3A480AHHA.

1-B,2-C,3-E,4-D,5-E,6-A,7-B,8-/1,9-C.
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TPETE TIPAKTUYHE 3AHATTA
JIMOEPEHIIIMHA JJIATHOCTUKA
JIM®AJTEHOIIATIN
Axmyanvnicmoy npodnemu

30unblIeHHsT TIM(GOBY3IIIB , IO BUKIUKAETHCS PI3HUMU YMHHUKAMH, OJHE 3
HaWYacTIIIMX MaTOJOTIYHUX CTaHIB, 3 SKUMU CTHUKAETHCS JIIKAp 3arajbHOI IPAKTUKH,
ocobnmuBo y miTedd. Ha 111 aneprizarii HaceJIeHHS 1 HeaJIeKBaTHO1 IMyHHOI BIATOBIII 3
OJTHOTO OOKY 1 3HM)KEHHSI 3arajibHOi iIMyHOPEAKTUBHOCTI 3 IHILIOT0, OCTAHHIM 4acoM
niMpaaeHonarii yacTiiie CympOBOKYIOTh B3a€EMOJII0 OpraHizMy 3 Oyab-sIKUMHU
30ynHuKamMu (BipycHa, OakrepiiiHa Ta 1H. 1H(EKIi), BUSBISIOTHCS TPHU PO3BHUTKY
3aXBOPIOBAHb 3 AyTOIMMYHHOIO Ta OHKOIIATOJIOTI€E0.

Tomy mikap 3araibHOi MPAKTHKKA TIOBMHEH MaTU YSBICHHS IPO OCHOBHI
MPUYMHU PO3BUTKY JTiM(paieHONaTii, AudepeHIiiiHy J1arHOCTUKY iX peaKTUBHOT 200
IIYXJIMHHOI IPUPOIU.

Hasuanonui yini

- O3HAOMUTUCh 3 KJIIHIYHUMHU TMpPOSIBAMU  3aXBOPIOBaHb, 30KpeMma,
KPOBOTBOPHOI ~ CHCTEMH Ta IHIIUX CHCTEM OpTraHi3My, SKi CyHpPOBOIKYIOTHCS
niMpaaeHonariero, METoIaMu CBOEYACHOT TIarHOCTUKH, TU(PEPEHITIHHUM T11arHO30M;

- HAaBYMTHCS MIPOBOAUTH IPAMOTHE ONMUTYBAHHS MALIEHTIB 3 JiM(paaeHONAaTI€eO,
JeTaji3aliio CKapr, BH3HA4YaTH OCHOBHI CHUMIITOMH JIIM(GOM, METaCTaTUYHUX,
3anajabHUX, 1IHOEKIIMHUX MPOIIECiB, 3aXBOPIOBaHb croiay4Hoi Tkanuuu, CHIly;

- HABUMTHUCS  TNPOBOAUTH  (i3MKaNbHE  OOCTEXKEHHS  MAali€HTIB 3
mimbaneHonariero, O3HakamMu JIM(OBY3JIB 3J0MKICHOI, 3amalibHOi, PEaKTUBHOI
IPUPOJIH;

- 3aCBOITH TAaKTUKY BEJACHHS XBOPOTO 3 JIIM(aJACHOIATIIMHA PI3HOTO TCHE3Y.

TecTu BXiIHOrO0 piBHA 3HAHb
1. JliarHo3 HEXOKKIHChKA JIiM()OMa BCTAHOBIIFOETHCS HA ITi/ICTaBI:
A. I'icTosoriyHOTo 1OCIIKEHHS BUAATICHOT Ty XJIMHH.

B. Ananizy nepudepruyHoi KpoBi.
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C. IlyxkuiitHOi G10TICIT MyXJTUHHU.

D. Ckapr 1 anamuesy.

2. HexomxkkiHcbka 370siKicHa JiMpoMa - I1e 3JI04KICHE 3aXBOPIOBAaHHSA KpOBI, sKa
PO3BUBAETHCS 3 :

A. KimiTua Mi€a0igHOTO psy.

B. Knitun nimdoinHoro psny.

C. KiliTUH epUTpOiIHOTO pALY.

D. KniTuH MerakapioTapHOro psiy.

3. Miarao3 niMmdomu XomKKiHa MOKe OyTH BCTAHOBJICHHM HA ITiJICTaBI:

A. AmnHamizy ckapr mnaiieHTa (JuXoMaHKa, 30UIbIICHHS JIM(ATUYHUX BY3JIIB,
3HHKEHHS MacH Tija Ta 1H.).

B. IlynkmiitHoi 61011Cii 301IBIIEHOTO By3IA.

C. Ananizy nepudepruyHOi KpOBi, aHATI3y Ceui.

D. T'icTONOTIYHOTrO MOCTIMIKEHHS BHAAJICHOTO By3Ja 3 OOOB'S3KOBUM BHSIBICHHSIM

"miarnoctuuHux" kiaiTuH (bepe3zoBcpkoro-1lITepudepra).

4. HexomKKIHCBKA 3J7I0sIKicHA JTiM(oMa BITHOCUTBCS JI0:
A. ComiTHUX TTyXJIMH.

C. IndexmitHux 3aXBOPIOBaHb.

B. 3axBoproBaHHSIM CHCTEMU KPOBI.

D. PeBMarn4yHUM 3aXBOPIOBAHHSIM.

5. Jlim¢poBy311 METaCTaTUYHOT NPUPOJIH :

A. M'siki, HepyXoMi, OOJTICHI.

B. l{inbH1, ciasiHl 3 TKAHWHAMU, CAMETPUYHI, OOJIICHI.
C. M'siki, pyxiuBi, 6€300TiCHI.

D. lllinpH1, yacTie oOAWHUYHI, CITasHI 3 TKAHWHAMH, 6€300J11CH1, aCUMETPUYHI.
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6. [HdekuiitHuil MOHOHYKJIC03 CTAaBUTHCS HA I1JICTaBi:

A. 30uiIblIeHHS 3aJHBOIIMHHUX JIM(OBY3IIB, aHTIHH, MOHOHYKJEapiB Yy
nepudepuyHiil KPoBi.

B. Biorncii nimdoBy3na.

C. Businenns y 6ionrari gimpoBy3ia B-nmimdonuris.

D. CucremHoro 361ibIeHHs JiM(OBY3IIiB, TOSIBUA B epu(pepudHiii KPOB1 Mi1€TOIMTIB.

7. JliarH03 MHOKHHHOIT MI€JIOMH BCTaHOBJIIOETHLCS Ha IT1JICTaBI:

A. 30ubLIeHHs epupepruuHuX JT1M(GOBY3ITIB.

B. Bussnenns Ouibme 10% mima3MaTHUHUX KIITHH Y KICTKOBOMY — MO3KY,
napamnpoTreiny B KpoBi 1/abo cedi.

C. 3umwxkeHHs piBHA reMorno6Oiny (menme 100 r/m), BUCOKa MIBUJKICTH OCIJaHHSA
CPUTPOLIMTIB, TPOTECIHEMI].

D. BusBiieHHsT BOTHMII OCTEOJI3Y, 3HMKEHHS piBHS reMornnoOiny (menme 100 r/m),

BHCOKOI IIBUJIKOCTI OCIJJaHHSI PUTPOITUTIB.

8. CyOcTpaT myxJIMHU MPU HEXOJKCKIHCHKIN 3JIOSKICHIM JTIMQOMI:
A. Ilna3MaTu4Hi KITITHHA

B. Mienomuru

C. B-nimdouutu ado T-mimbountu

D. Merakapionutu

9. OCcHOBHI METOIU JTIKyBaHHS TOCTPOTO JiMpaieHiTa :
A. AHTHOaKTEpiagbHa Tepartisl.

B. [lepenuBaHHsI KOMIIOHEHTIB KPOBI.

C. CnocrepexeHHs 3a XBOpUM 0e3 Tepartii.

D. HuTocTarnuHa Teparis (XiMioTeparis).

10. IIpu roctpomy HecnenupiuHOMY JTiMbaIeHITI JTiMGOBY3IIH:
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A. lllinpH1, y BUIVISAI TAKETIB, OOJICHI, CHMETPHUYHI.
B. M'siki, 6e300511CHI, pyXJIUBI.
C. bormicHi, acuMmeTpuyHi, CriasiHi 3 HABKOJIUITHIMU TKAHUHAMU.

D. BonicHi, M'siki, pyXJIMB1, aCHMETPUYHI.

Emanonu gionosioei:

1-A,2-B3-D,4-B,5-D,6-A,7-B,8-C,9-A,10-D.

3MICT TEMHA

3aranbHi noHATTS. [Ipunan. OCHOBHI 3aXBOPIOBAHHS

JlimpaneHonariero Ha3UBA€ThCA Oyab-sIKa 3MiHA JIMQOBY3JIB 32 PO3MIPOM,
KOHCHUCTEHIIIEI0 a00 KITBKICTIO. 30UIbIICHHS pO3MIpiB JTIM(MAaTUYHUX BY3TIB -
aiMpaneHonaris - € OHUM 3 CUMIITOMIB 0araThboX 3aXBOPIOBaHb, PI3HHUX 34 CBOEIO
MPUYUHOIO, KIIIHIYHAMH TIPOSIBAMH, METOAMH J1IaTHOCTUKH, JTIKyBaHHS 1 TPOTHO3Y.

JlimpoBy3H pa3oM 3 CEIE3IHKOK € OCHOBHUMH TNMEepUPEPUIHUMHU IMYHHUMH
opraHaMu, BOHHU JIpEHYIOTb KpOB 1 JiMQy, [0 HAAXOAMTh BiJ YCIX OpraHiB.
JlimboBy31M CKJIAAlOThCS 3 CTPOMAIBHBIX KOMITIOHEHTIB, KalCylud 1 KIITHHHUX
KOMITIOHEHTIB, TMPEACTABICHUX AHTUTCHIPE3CHTYIOUUMH KJIiTUHAMU (Makpodaru,
domikynoaeHapuTHI KIiTHHU) 1 epexropaumu kiitnHamu (T- 1 B-mimdorutn). ITig
yac IMyHHOI BIJMOBII TUTHH KpOBI 1 JiMpu yepe3 miM(poBy3011 MOKE 301IBIIUTUCS Y
25 pa3ziB. Pazom 3 mpormidepaiiieto akTHBOBaHUX KJITHUH 1€ 00YMOBITIOE 301IbIIIEHHS
TiM(pOiTHOT TKAaHWHYM Yy pa3l HOPMAIBHO 3amaibHO1 BianmoBimi. [um ke oOymoBieHi
HaIpy>KEHICTh, XBOPOONMBICTh JIM(QOBY3TiB Tpu pizHux iHDekuisx. [lpu
NOTPAIUISIHHI BEJMKO1 KUIBKOCT1 1H(MEKIIMHOro areHTa y JiM(GOBY30J1 MOXKIIUBE
BUHUKHEHHS (DONIKYISIPHOTO HEKPO3Y 1 THOETBOPEHHS.

Cumyayii, npu AKUX 8UAGIAEMbCA 30LIbUEHH nepugepudnHux 1impamudnux

8Y3i8:
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- 30UIbIIeHHST  JTIM(OBY3IIIB  BHSBISIETHCS CAMHM XBOPHUM, SIKHM CTpakJae Ha
3aXBOPIOBAHHS B ChOTOICHHI a00 MUHYJIOMY, IO TIPOSBIISIETHCS JTiM(]ageHONaTiero;

- 30UThIICHHS JIM(OBY3/TIB BHSBIAETHCSA JIKApEM y XBOPOTO, AKHH CTpaKgae B
ChOTOJICHHI 200 MHHYJIOMY 3aXBOPIOBaHHS 3 JIiM(aIeHOMNATIE 1 IKUA 3BEPHYBCS 3
OPUBOY IHIIKUX NPUYMH (JIMXOMaHKa, 00JIbOBUW CHUHIPOM Ta 1H.);

- 30UIbIIEHHS JiM(OBY3JIIB BUSIBISIETHCS JIIKAPEM Y XBOPOTO, IO HE CTPaXAaB y
MUHYJIOMY 3aXBOPIOBAaHHSIMU 3 JIiM(aJICHOIATIEO 1 1110 3BEPHYBCS 3 MPUBOJY 1HIIINX
IPUYHH.

Cnip 3a3HayuTH, 10 Y AMTUHU CTaplle POKy, [0 HE Mae 3aiiBOi MacH Tijia, B
HOPMI MOXYTbh MaJIbITyBaTUCh MiJILIENENHI, TaXBOBl, MaXxBUHHI JiM(oBy31u. BoHu
6e300:icHI, pyXoMi, po3MipoM He Oumbiie 1 cM. Y 370pOBOTO HEMOBISATH Yepe3
HEJOCTaTHIA PO3BUTOK CIIOJYYHOTKAHMHHOI Karcynu JiMdoBy3aa 1 J00pe
PO3BUHEHOI MIAIIKIPHOI JKUPOBOI  KIITKOBUHU JIM(OBY3IM MOXYThb 1 HE
NaJIbITyBaTHUCh.

Cepen HeiHQEKUIMHUX MNpUYMH 30UIbLIEHHA JiM(OBY3/IiB MoOXe OyTH
oOyMoBiieHE 1HOIIBTpAIIEI0 AKTHBOBAHUMHU JIMQOLUUTAMU TpU HeiH(EKIIIHHIX
3anajdpHUX Tpomecax (y T. Y. TPOTUNYXJIHHHIA BIANOBIMl), 1HQUIBTpAII€EO
Oe3mocepelHb0 MYXJIMHHUMHU  KIITHHAMH  (MeTacTa3d, WyXJIMHU TEePBUHHOI
mimpoinHoi  mokamizamii), iHMUIBTpamier0o MakpodaramMu 3 MeTaOONTIYHUMH
BIJIKJIQICHHSIMH (XBOPOOHW HAKOTTMYCHHS ).

Tpuuunu nimcaoenonamiu

Buninarors 4oTHpu rpynu IpuYrH 30UTbIICHHS JTIMGOBY3ITIB :
1. 30ubLIeHHsT YKcia A00pOsAKICHUX JTiM(OUUTIB 1 MakpodariB B Mpoueci iIMyHHOI
BIMIOBI/Il HA AaHTUIEH.
2. Iudinprpamis 3anaJbHUMH KIITHHAMH TpH  1HOEKIISIX, KOOI A0 MpOoIecy
3aITy4ar0ThCs JTIM(POBY3IIH.
3. [Ipomidepartisa y niMdpoBy3ax 3704KICHUX JTIMQPOIUTIB 1 MaKpodaris.
4. Tndinbrpariis 1iMEpOBY3I1B METACTATUYHUMHU 3J10SKICHUM KIIITUHAMHU.

OCHOBHI 3aX80DIVBAHHI 3 CUHODOMOM JIMDaA0eHOnamiil.

Inghexuii:
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 bakrepianpHi (yci mioreHHi Oakrepii, XBopoba  KOIIAUMUX MOAPANUH, CUPIIIC,
TYyJsIpeMis)
» MikobakrepianbHi (TyOepKyab03, JIempa)
* [ pubKoBI (TicTomIa3Mo3, KOKITUIIOMIKO3)
» Xnamifidini (BeHepru4Ha J1iM(pOorpaHyibLoMa)
* [TapazutapHi (TOKCOIIa3MO3, TPUTIAHOCOMO3, (PLIISIPi03)
* BipycHi (Bipyc Enmreitn—bapp, mutomeranosipyc, kip, renatut, BIJI)

ImyHonamono2iuni 3ax60pr08ans

PeBmaroinnuii apTpuT, CUCTEMHHI Y€pBOHUN BOBYAK, CUPOBATKOBA XBOpPOOa,
JiKapcehKi peakiii (peHitoin), xBopobda Kactiemena (anriodosutikynspHa gimdoinna
rinepmiasisi), CHHYCOBHUH TICTIONUTO3 3 MACHBHOK JiM(aIEHONATIEI0, CHHAPOM
Kagsacaki, xBopo6a Kimypa (3ycrpivarotscs B A3ii).

Llyxaunu imynokomnemenmmuoi cucmemu

XpoHiuHMi 1 TOCTpuM JIMPOITHUI JIEWKO3U, HEXOKKHHCHKI JiMdomu,
xBopoOa XomkkiHa (diMdorpanyseMaros), aHrioimyHoOnactomnofioHa T-kiaiTHHHA
aimdoma, MmakporoOynineMis BanpaeHncrpema, 3105KiCHUN T1CTIOUTOS.

Inwi nyxaunu (memacmamuyni)

Pakx MonouHO1 3a5103M, JieTeHl; MeJaHOMa; MyXJIMHU TOJOBH, IIWi, MyXJIUHU
IIUTYHKOBO-KHIIIKOBOTO TPAKTy; capkoMa Karomri; myxJIuH#H 13 3apOIKOBUX KIIITHH.
Xeopobu naxonuuenns: xBopooda l'omre, xBopoda Himana-ITika.

Endokpunonamii: rineptTupeos, TAPEOIAUT, HAAHUPHUKOBA HEJJOCTATHICTD.

[nwi: capkoino3, aminoino3 (Mieoma, CITAJKOBHH aMiloino3, XpOHIYHI 3amajibHI
3aXBOPIOBAHHS), IepMaTONaTUUHUM JTiM(aIeHIT.

Hampsim  giarHOCTHYHOTO TOMmyKy mpu JiMdameHonarii BU3HAYAETHCS
nepeayciM  KIHIYHOK — CUTyalli€ro, ToOTo iH(opMalli€ro, OTPUMAHOK TpH
NEPBUHHOMY OIJIsAJII XBOpOro (aHamHe3, Gi3UKaJIbHE JOCHIIKCHHS), JaHUMHU
PYTHMHHOTO  JIa0OpAaTOPHOTO  JOCIHIJDKEHHS, TOJOBHMM YHMHOM  I[OKa3HUKaAMU

nepupepruuHOi KPOBI.
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JAundepenuiiina 1iarHOCTHKA

[Ipu nudepenuiitHiii niarHocTuil JiMdaaeHonarii OCHOBHUMHU OpPIEHTHPaMH,

OTPUMAaHUMH TIPU IEPBUHHOMY OTJISI/II XBOPHX, € HACTYITHI:

- aHAMHECTHYHI B1JOMOCTI;

- BIK XBOpHX;

- xapakrtep JiMmdaaeHomnatii (Jokami3aiis, MOMUPEHICTh, PO3MIPH, KOHCUCTEHITIS,
OOJII0YICTh, PYXJIUBICTH JIM(OBY3IIIB);

- HAsBHICThH IHIIMX KJIIHIYHMX O3HAK (30UIbIIEHHS CEJIe31HKHU, JMXOMaHKa, IIKIpHI
BUCHUIIaHHSI, CYTIIO00BUI CUHAPOM, YPKECHHS JIETeHb Ta 1H.);

- MOKa3HUKHU Nepru(epUIHOi KPOBI.

KokHa 3 Ha3BaHMX O3HAK Ma€ pi3HE AIarHOCTUYHE 3HAYCHHS (JyTJIUBICTH,
crienudiuHicTh). Tak, TUXOMaHKa ab0 aHEMIsl y XBOPOro Ha JiMdaaeHONaTIi0 MOXKe
OyTH MNpOSIBOM HE JHIIe 1H(EKIIHHOro 1 MyXJMHHOIO MpOLECy, aje 1 AESKHX
CHUCTEMHUX 3aXBOPIOBaHb Ta CHCTEMHHX BACKYJITIB (CUCTEMHUN YEpBOHUN BOBYAK,
xBopoOa Crimia Ta iH.). BogHouac, BusiBneHHs B nepudepuyHiil KpoBl OIaCTHHX
KJIITAH MPAKTUIHO OTHO3HAYHO CBITYUTH PO HASBHICTH Y XBOPOTO TOCTPOTO JICHKO3Y
1 BUMarae Jidiie yToYHeHHsI Horo Mop(oJIoTi4HOTO BapiaHTy.

Anamnecmuuni_sidomocmi (TpaBMa KiHIIIBOK, MOJOPOXKI, KOHTAKT 3 JEAKUMU
XBOPUMHM 1 TaK Jaii) JTO3BOJSIOTH BU3HAUUTU HAIMPSM TIaTHOCTUYHOTO TONIYKY, a Y
pAlll BUIAJKIB MOXYTh HaOyBaTH BHPIMIAJIBHOTO 3HAYEHHS Npu AudepeHIiiHIf
miarHocTHii  JgiMdaaeHonatii  (HagBHICTH y XBOPOTO  3aXBOPIOBaHHS, IO
MPOSIBIISIETHCS 30UIBIICHHAM JTIM(GOBY3IIB, IPUHOM JCSTKUX MEIUKAMEHTIB).Y MepIry
Yepry BaXXJWBO 310paTv JAeTajdbHUNM aHaMHe3 (JaBHICTh MOsBH JiMdaaeHomnarii,
eMiIeMIONIOTIYHNN aHaMHE3, MIBUIAKICTh HAPOCTaHHS po3MmipiB JIB, HasBHICTH 1HIIUX
ckapr). Tak, mBuaKe 30UTBIICHHS PO3MIPIB JIM(OBY3IIIB 31 MIBUAKUM 3BOPOTHUM
PO3BUTKOM, OOJIIOUICTh TMpU NadbHalli € XapakKTepHUM Ui 1HQEKIIHHUX
3aXBOpIOBaHb. TpuBamuii Tmepedir 3 MPOrpeCcyroYyuM HApOCTaHHSM PO3MIPIB,
0e300iicHICT,  JIMQOBY3JIIB  4YacTillle € XapakTepHUMHU s 3JI0SIKICHOTO

3aXBOPIOBAHHHI.
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Bix xeopux moxke OyTH OZHUM 3 OpIEHTUPIB, IO BHU3HAYAIOTH HAIMPSIM
JIarHOCTUYHOTO TOIIYKy. BiH 0arato B 4oMy 3BYXy€ KOJIO TIPUYUH PO3BUTKY
nmimbanenonarii. Perionapna nimdaneHomnatis y ocid momnoame 30 pokiB y 80%
BUMAJKIB Mae 1HQEKIIHHE IMOXOMKeHHs, Yy oci0 crapmie 50 pokiB perioHapHa
nimpanenonaris B 60% BuUIAIKIB Ma€ HEOIIACTUYHUN reHe3. Monoamui UTSIuid
BIK, HASBHICTh KOHTAKTIB 3 OJHOJITKAMHU 3 MPOSIBAMHU BUCHUITY JO3BOJISE TyMaTH PO
3aXBOPIOBAHHsS Ha KpacHyXy, Kip; MIKIJIbHUM BIK 1 3HAXOMKEHHS B Tabopi abo
1HTepHATI - Mpo 1HPEKUIHHUNA MOHOHYKJeo03. HasBHICTh KOHTaKTIB 3 TBapMHAMHU
4acToO JIO3BOJISIE 3aM03PUTH 1H(EKINIIHY IPUPOTY 3aXBOPIOBaHHS (KOTH - "XBOpoOa
KOTAYUX MOAPANHUH" - OapTOHENbO3, porara xyaoba - Opyuenbo3, AUKI TBApUHU -
tynsipemisi). [enepamizoBana miMdaaeHomnaTiss y TMAali€HTIB, M0 OTPUMYBAIH
npenapatyd KpoBl a00 BKHBAJIM HAPKOTHKHU, MOTpeOy€e BUKIIOUEHHS, B MEPIIY YEpry,
BUI-1ndekmii.

[Ipu nepsunnomy oensdi xBoporo 31 30umbiIeHHSM JIB mikap Busiisie

PI3BHOMAHITHY  Jokanizauito i nowupenicmsb  MiMmbaneHonatii. Jlokamizars

30utbmenux JIB mo3Bonsie 3amimo3puTH TEBHHM KPYr 3aXBOPIOBaHb 3 METOIO
MPOBEJICHHS TMOAAJIBIIOTO IIIECIPsIMOBAaHOTO Jociipkenns. Tak, morunuyni JIB
3a3BUYail 30UTbIIYIOTHCSA MPH 1H(EKUIAX BOJOCUCTOI YACTUHU TOJIOBU, a MPUBYIIHI
JIB - mpu iH(}eKIIHHUX KOH'FOHKTUBITaX. MiciieBe 301IbIIIeHHS MTUHHUX JTIM(OBY3TiB
€ HacHiaKoM 1HGEKIA BepXHIX JAUXaTbHUX IHUISXIB, HOCOITIOTKH, 3aHbOITUHHUX -
1H(EKIIITHOTO MOHOHYKJIE03Y, MPOTE MPH I[bOMY HEOOXITHO TAKOXK BHUKIIOUATH SIK
mimbonporidhepaTuBHl MyXJIWHUA, TaK 1 MeTacTtasw y JIMQGOBY3IH  IMyXJIHMH
PI3HOMaHITHO1 JloKami3auii (rosiosa i mius, JEereHi, MOJOYHA 1 MIUTOBUIHA 3aJI03H).
30UThIIIEHHST HATKIIOYMYHIX 1 TepeaapadnHIacTiX JiM(OBY3ITiB MPAKTUYHO HIKOIU
He OyBa€e peakTHBHHUM, a YacTillle MOoB's13aHo 3 JiMorpotipepaTUBHUMH MyXJIUHAMH,
METAaCTaTUYHUM TYXJIUHHUM TIporiecoM (MyXJIMHU TLTyHKY, SE€YHUKIB, JICTCHb,
MOJIOUHUX 3aJ103). 3aJ€XHO BiJ MOMIMPEHOCTI CHIIJ PO3PI3HATH HACTYIMHI BapiaHTU
JimgaaeHonarii :

* JIOKaJNbHA JiMQaaeHonarisa - 30UIbIIEHHS OJHOTO JiM(OBY3/1a B OAHIN 3 JUISTHOK

(OMMHWYHI MTUHHI, HAAKITIOYHYHI );
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* perioHapHa JimMdaaeHonaris - 301UIbIIEHHS ASKITHKOX JIM(POBY3IIIB OAHIET 200 ABOX
CYMDKHUX JUISHOK (HAIKJIIOUYMYHI 1 MaxBOB1, HAJKIIOUWYHI 1 IIWWHI, TOTWIMYHI 1
IIIEICITHI Ta 1H.);
* TeHepaTi3oBaHa jJiMdaaeHonaris - 301IbIIeHHS JTIM(OBY3IIB O1JIBIIIE TPHOX JUISTHOK
(muitH1, HAAKIFOUYMYHI, TaXBOB1, TAXBUHHI Ta 1H.).

[Ipu yciii BiIHOCHOCTI TaKOTO PO3AUICHHS nowupeHicms JiMpaneHonaTii Moxe
MaTd 3HA4YCHHS JJis TOMEpPeAHBOro JAiarHo3y. 30UIbIIEHHS OIHOro JiMdoBy3ia
YacTillle BUMAara€ BUKIIOYEHHS TEPBUHHOTO a00 METAaCcTaTUYHOTO TYXJIMHHOTO
nporecy abo € peakTHBHUM Yy BIJNOBiAL Ha MICIHEBHH 1H(EKIIIITHO-3amalbHIMI
npoiiec. ['eHepanizoBana jgiMdaaeHonaris 3a3BUuail BUSBISETHCS MpU 1HOEKITHHUX
(BipycHi iH(]eKIii, TOKCOMIAa3M03), CHUCTEMHHX 3aXBOPIOBaHHSIX (CHCTEeMHUI
4epBOHUI BOBYAK), JTiMdorpomidepaTUBHUX MyXJIMHAX (XPOHIYHUH JTIMEOICIHKO3).

Pa3om 3 mommupeHicTio JiM@aaeHonarii HeoOX1IHO BpPaxoBYBaTH pO3MIDU i

KOHCUCmeHYito nimgosysnis. SIKIo X po3MIipH HE MEPEBUIIYIOTh | cM?, TO MIBUIIEC

3a BCe HIEThCS MPO pPEakTUBHY JiMdaaeHONaTiio. Y XBOpPUX 31 301IbIICHUMHU
AimM¢oBy3IaMH po3MipoM Ounblie 2 ¢cM? YacTilie Ciif MiI03pI0oBaTH MyXJIMHHUN a0o
rpaHyjleMaTo3HU mpoiiec. Y BUNaAKaX 30UIbIIEHHS JTIM(OBY3IiB, 10 HE IEPEBUIILYE
1,5 cm?, 1 3a BIACYTHOCTI SIBHUX O3HaK iH(EKIi1 MOTpiOHE MOoAabIIE CIOCTEPEKEHHS
3a XBOPUMH.

Koncucrenmis JIB (M'sika, miiipHa, €1acTUYHA), IX PYyXJIUBICTh 1 XBOPOOIHUBICTh
TAKOX MOXYTh OyTH IarHOCTUYHHUMH OpIEHTHUpaMHU B mporeci audepeHIiitHoi
miarHoctukd. [linmepHi JIB  3a3Buuail  xapakTepHi Jii  METAcTasiB  MyXJIMH.
XBopoOnuBicTk JIB npu nanenaiii 00yMoBiieHa MIBUAKUM PO3TATYBAHHSIM KarCyIH 1
CBITYUTH 3a3BHYail Mpo 3amailbHui mporec (iH(ekmiiHnii abo peakTUBHUIN), X0oua
OpU ACSKUX MYyXJIMHHUX 3aXBOPIOBAHHSX (30KpeMa, MpU TOCTPOMY JIEHKO31) MOXe
TaKOX BU3HAUATUCS XBOPOOIUBICTh T1M(OBY3IIIB.

Hasenicms _0dodamkosux KIiHIYHUX O3HAK Yy XBOPOTo Ha JiM(aaeHONaTIIo €

BRXJIMBUM TP BH3HAUCHHI HAIPSAMY MiarHOCTUYHOTO TOIIYKY. Y 3B'S3Ky 3 UM
noTpiOHE peTenbHE KIIIHIYHE JOCHIMKCHHS TaIlieHTa 3 METOI BHSIBJICHHS

PI3HOMAHITHUX  JOJATKOBHUX CHUMIITOMIB  (30UIBIIICHHS  TEYIHKH, CEJIe31HKH,
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CymI00OBHIM  CHUHAPOM, IIKIPHI BUCWIIAHHSA, BY3JM, MOJPSNUHU, JeTeHEBa
cumnromatuka, JIOP-ornsin ta iH.). BusiBieHHs 301bII€HOT CEIE31HKA Y XBOPOTO Ha
aiMbaZeHonaTiio XapakTepHO MAis 1H(QEKUIMHOTO MOHOHYKJIE03Yy, TOCTPOro i
XPOHIYHOTO JIM(]OJIEKO3y, CHCTEMHUX 3aXBOPIOBaHb CIIOTYYHO! TKAHUHHU.

Otxe, mpu oMl MaIllEHTa OLIHIOITH JIOKaTi3allilo, OOJI0YICTh, KOHCHUCTEHIIIO,
PYXJIHMBICTh, PO3MIipH 30UIBIICHUX JTiM(OBY3IIB, CHAIHICTh MK COOOIO 1 31 MIKIPOIO,
3MIHU HIKipHU HaJ JiM(POBY31aMH, HASBHICTh HOPHIIb.

MoHa BHAUINTA OCOOMMBOCTI KJHIKK JiMGOnporidhepaTHBHOTO CHUHAPOMY
3aMmagbHOTO 1 MyXJIMHHOTO TeHERY.

[Ipu zananvnux nimgadenonamisx dacTilie 3yCTPIYAETHCS PETiIOHAPHE

30UThIIIEHHST JTiM(OBY3J1iB, HEPIAKO MOXKHA 3HAWTH BXIiJHI BOpOTa 1H(QEKIII].
JlimoBy3nu 301IbIIIEH] TTOMIPHO, 3aBXAM OOJIOY1 MPH MaJIbMAIli, MKipa HaJ HUMH
MOXe OyTHU TinepeMioBaHOIO, PYXJIUBI, HE CHasiHI MK CO0OI, €IacTUYHOI
KOHCHUCTEHIII1. [HO/1 BUSBISETHCS TUMQPAHTOIT.

Jlimpanenonariss  ingexuyiiino2o noxodiicenHs MoOxe OyTH O0OyMOBIJICHA

OesnocepenHiM  1HQEKUIHHUM  ypakeHHSM  JiM(OBY3JIB 13  BOPOBAIKECHHIM
1H(QEKIIHOrO areHTy TreMaToreHHUM abo JIM(OreHHHM MUISXOM B TKaHUHY
aiMpoysna  (TyOepKyinb03, aKTMHOMIKO3, THIHHMM JiMdaaeHiT, BIpycHi 1H]eKIiT)
a00 peakTHMBHUM 3allaJICHHSAM Yy BiANOBIAb Ha iH(EKIIiiHE BOTHUINE B K JUISHIN
(maxBoBui JiMQaAeHIT NMpU NaHAPHUIlIi, TAaXBUHHUN JiM(aAeHIT NMpu OCIMIMXOBOMY
3amajeHHl HWKHBOI KIHIIBKK a00 reHiTaibHIN iHekuii, miamenenaui JimpageHit
IIPU POTOTIIOTKOBIH 1H(EKIIi 1 T. 1.). UiTke po3MeKyBaHHS WX ABOX (POPM J0 MEBHOI
MIpH YMOBHE 1 MOB'sI3aHE 3 PIBHEM JIarHOCTUYHOTO OOCTEXEHHs (MOP(OJIOTTYHUM,
IMYHOJIOTIYHUN 3 BUKOPHCTAHHSIM MOJIIMEPA3HOi JIAaHIIOTOBOI peakirii). [Tpu omHii 1
TiH camiii  iHekii mimdaneHomariss MoOXe HOCHUTH fAK 1HGEKIIHHUM, Tak 1
peakTUBHUI  xapakrtep (IEpBUHHUA  TyOEpKyJIbO3HHH  adeKT, TyOepKyibo3
nimMpoBy3a).

JlimpoBy3nu npu dimpomax HIUIBHINI, 31 3HMKEHOIO (aje He B1JICYyTHBOIO)
PYXJIMBICTIO, YacTO AacoLifOBaHI B KOHIJIOMEpATH, MPAaKTHYHO Oe300iCHI.

Meracrarnuni  JiMGOBY3/IM  3a3BHYall TOOJWHOKI, JyK€ IiJIbHI, 3 HEPIBHOIO
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MOBEPXHEI0, MAJIOPYXOMi, aCUMETPHUHI. [HOAI 1IKipa HaJ HUMHU HaOyBa€e CHHIOITHOTO
BIJITIHKY, MOX€ OyTH CTOHIIIEHA.

HeoOxinHO peTenpHO OMIAHYTH HIKIPHI MOKPUBHU B 30HI, 3BIAKU i€ ApeHaX
aiMpu y 30ubIIeHUH J1IMGOBY30JI, 3BEPHYTH yBary Ha HasBHICTb CajH, MOJPSIIHH,
cmiaiB ykyciB koMax. [lpm mmiiHiM nimdaneHonarii BaXkJIMBO OIIIHUTH CTaH
MUTJAINH, 3iBy, CIM30BOI OOOJIOHKM poOTa, 3y0iB, HasgBHICTH aneHoimiB. [lpu
3aMajibHUX 3aXBOPIOBAHHSAX B IMX AHATOMIYHUX [UISHKAX 4YacTo pPEaKkTUBHO
301IBIIYETHCS 1 perioHapHHi J1iM(OBY30J, TpHU I[bOMY 30LIbIICHHS JTIM(OBY3TIiB
HOCUTH aCUMETPUYHHM, OTHOCTOPOHHIN XapakKTep.

Ancopumm diaeHoCmMu4H020 NOULVKY NPpU pe2ioHApHill a00 JOKANbHIl

nimchoadenonamii.

Jlns ocrarouHoi Bepudikarii mpupoau JdiMdaaeHonarii moTpiOHa JWHaAMIKA

JIOKaJIbHOTO 3alaJIbHOrO MpOLEeCy 1 perioHapHoi jdiM¢aaeHonarii Ha Tl Tepanii
(aHTHO10THKH, XIPYPrivYHE JIIKYBaHHS), 110 MPOBOAUTHCA. Y BHUMAAKaX 30UTbIICHHS
JIB, mo 30epiraerhcsi, HE3BAXKAIOUM HA PETPECII0 MICIIEBOIO 3alajibHOrO MPOIIECY,
ocoOnuBO 3a HasBHOCTI JIB miinpHOI KOHCHCTEHII, mokaszaHa Oiomcia JIB mis
T1CTOJIOTIYHOTO JTOCIIIKEHHS.

Cepen pyTHHHHX JIaOOpPaTOPHUX METOAIB JU(EPEHIINHOT JIarHOCTUKHU Y
XBOpHX JIiM(aICHOIaTIEI0 000B’ I3KOBUM € JOCITIIKCHHS HOKA3HUKIB MepUPEPUIHOT
KpoBi. MeTo 1[BOTO JIOCHIDKEHHS € TIATBEP/UKEHHS a00  BUKIIOYEHHS
nepeadayyBaHOTO JI1IarHO3y Ha eTarll NEePBUHHOrO orisiay xBoporo. Ilpu omiHii Ta
TPAKTOBIIl BUSABICHUX 3MIH B TEpUQPEPHUUHIN KPOBI HEOOXITHO BPAXOBYBaTH iXHIO
cieuudiyHictb. Tak, CTIHKUN aOCOMIOTHUN JTIMQOIMTO3 3 HASBHICTIO KIITUH
I'ymmpexTa € maTrorHOMaHIYHOI JTa0OPATOPHOIO O3HAKOKO XPOHIYHOTO JTIM(OJICHKO3Y,
a HasABHICT, OJACTHMX KIITMH B KpOBI MOXE CBIIUUTH ab0 TIPO TOCTpUH
niMmdoOnacTHul Jeiko3, abo mpo nerikemizamito JiMdom. Taki O3HAKH, SK
HEUTPOPUIbHHUI  JIEHKOLMTO3, JIEHKOTEHisl (HEHTPOIeHis), TPOMOOIUTONIEH s, HE €
crnenu@iuHUMH, OCKIIBKM MOXYTh 3yCTpIYaTUCh MpH OUIbII IIMPOKOMY KOJIi
3aXBOpPIOBaHb, IO  CYNPOBOKYIOThCS  JiM(aneHomatiero.  JleMKomuTos,

MAJTUYKOSIZICPHUM 3CYB, IMABUIIEHHS IIBUIKOCTI OCIIaHHS €PUTPOIUTIB XapaKTepHi
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uist TocTporo JiMdaneHity 1H(EKIIHHOrO TeHe3y; Mnpu JIMQOIMTO31, HASBHOCTI
aTUINOBUX MOHOHYKJIEAPIB MOXKHA [yMaTu Mpo 1HPEKUIHHUA MOHOHYKIIEO3.

[Ipu rHiHEX mWUAHEX JiM}oaaeHiTax, 0COOIUBO MPU HASIBHOCTI XPOHIUYHOTO
TOH3WJIITY, BXKJIMBO 3pOOUTH Ma30K 13 31By Ha (UIOPY 3 BU3HAYCHHSM YYTIUBOCTI JI0
aHTUOIOTUKIB, Tak sk (mopa B 3iBl Ta B JiM(OBY3JI OpH THIHHOMY TIpolieci
NPAKTUYHO 3aBXKAW 1JAeHTH4YHA. [eHepanmizoBana miMdaneHonarisi, 0COOIUBO B
MOEJIHAHHI 31 CIUICHOMETANi€r0, Mailke 3aBXAM BKa3zye Ha HAsBHICTh Yy XBOPOTO
CHUCTEMHOTO 3aXBOPIOBaHHS a00 CHCTeMHOI iH(EKIl 1, SIK MpPaBWIO, BHUMAarae
MPOBEJICHHS CEPOJIOTIYHUX, BIPYCOJIOTIYHMX Ta IMYHOJOTIYHUX AOCHIKeHb. [Ipu
ni03pl HAa CUCTEMHY 1H(DEKII0 (SK MPaBUIIO, BIPYCHOT €TI0JI0T1i) HEOOX1AHUI MOLTYK
30yqHUKA CEpOJIOTIYHMMH a00 MOJEKYISIpHUMHU MeTojgamMu. | eHepasizoBaHa
aiMmpaneHonaris 4yacTto 3ycTpivaeTbcs Tpu  iHGEKIAx, BUKIMKaHux BIJI,
Toxoplasma, nuromeranosipyc, Bipyc FEmnmureiina-bappa. BusHaueHHs BHCOKHX
TUTPIB IMyHOTIIOOYIiHY M 710 BiANOBIIHUX 30YyIHUKIB € CBIIYEHHSM TOCTpoi (a3u
BIAMOBIAHOT 1H(eKIi. MeTomoM MmojiMepa3Hoi JaHIIOTOBOI peakilii BU3HAYAIOThCS
gactku JIHK 30ymnHuka B pi3HUX O10MIOTiYHMX Marepianax (KpoBi, cedi, CIIWHI,
3imkpidax). Ognak Tpeba mam'sTaru, MO B 3B'SA3KY 3 BHCOKOIO UYTIUBICTIO METOIY
NO3UTUBHI PE3yJbTaTh MOJIMEPa3HOiI JIAHLUIOTOBOI peakiiii MOBHHHI pPO3MIIAIATHCS
TIJTbKA B KOHTEKCTI KIIIHIKH 3aXBOPIOBAHHS.

VnerpazsykoBe pociipkeHHs (Y3Jl) - BaXIMBUN JIarHOCTHYHHMMN TECT TPHU
nimpanenonarii. 3a nmanumu Y3/ MokHa OUIBII TOYHO, HIXK MpU MaJbailii,
BU3HAYUTHU PO3MIpH JIM(OBY3IiB, NUOWHY 3asTaHHs, IXHE PO3TAIIyBaHHS BITHOCHO
70 1HIIUX OpTaHiB, MOPYIICHHS CTPYKTypH. Tak, yapTpa3ByKoBa KapTHHA TOCTPOTO
TiMpaneHITy XapaKTepPU3yeThCsl 30LIBIIICHHSIM HOTO PO3MIpPiB, KYISICTOIO (OPMOIO,
3HAYHO 3HWKEHOIO EXOreHHICTI0O aX JO aHEXOreHHOro 3o0paxkeHHs. Jlis
TyOepKyIbO3HOTO  JiM(pAJEHITY XapakTepHa HEYITKICTb KOHTYpIB, HaOpsK
HABKOJIUIITHIX M'SKUX TKAaHWH, IHTPAHOMAJIbHUN KICTO3HWUU HEKpo3. O3Hakamu, 110
JO3BOJISIIOTh ~ 3aIMIJIO3PUTH  3JIOSIKICHUM mpouec B JIMQOBY3JIaX, € HEYITKICTb
300pakeHHS JUISTHKA BOPIT, MOTOBIIEHHS 300pakeHHs. Ha V3] moxxHa BU3HAUUTH

CTaH HE TUIbKYU Nepu(epruHmX, a i BHYTPIIIHIX, 3a04€PEBHUX JIM(OBY3ITIB.
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Ha peHTreniBcbkomMy 3HIMKY TPYJHOI KJIITUHU B MEepeAHii Ta O14HINA MPOEKITIIX
MOXKHA BHUSBUTH 30UIbIIECHI BHYTPIIHBOTPYAHI diMdoBysnu. [lpu HeoOXxigHOCTI
IPOBOIUTHCS KOMI'TOTEpHA TOMOTrpadis BIAMOBIIHUX 00IaCcTei.

Takum 4MHOM, OIHMM 13 TOJIOBHHUX 3aBaHb, SKI CTaBUTh IEpel cOO00 JIKap
IIpY BUSBIICHHI 301JIbIIEHHS JIM(OBY3JiB y MAalLlI€HTA, € BU3HAYEHHA, YU € Led CTaH
pEaKkTUBHUM, BTOPMHHUM 110 BIJHOMICHHIO 1O Oyab-SKOoro  iHQEKIIHOTOo
3aXBOpIOBaHHs abo 1e ae0rT  cepiio3Hoi marosorii (JiM¢oma, OHKOJOTIYHE
3aXBOPIOBaHHS, TyOepKynb03 nepudepuunux niMposysnis, CUB Ta iH.).

Ha cxemi Hi>x4e mpesicTaBieH1 OPI€EHTOBHI O3HAKU MPUPOAH JiMpaaeHonaTii.

NimdageHonarii

IHpeKLiHO -3ananbHi - »
acMMETpHYHi, GonicHi, Ao6poskicHi - 3710AKiCHi —
M'AKi CUMETPUYHI, PYXOMi, aCUMETPUYH, cnasHi,
4 N N N N N N N
6e3bonicHi, m'Aki WiNbHi,6e360NicHi

pyXomi

Hwxue B Tabnuii HaBeneH1 MMOBIPHI 3MIHU MOKAa3HUKIB nepudepruyHoi KpoBi,
SIKI MOXYTh OyTH BHUSIBICHI Y XBOPHMX 3 HAsABHICTIO JiM(aaeHOMaTii, 1 MOXJIUBI
3aXBOPIOBAHHS.

3MiHM B iepupepuyHiii KpoBi Mo:JTBI 3aXBOPIOBAHHS

Ab6comoTHIH TiM(OIHUTO3 XpoH1uHUM TIMPOJIeHKO3

30UTbIIIEHHS YKCIIa ITUPOKOTUIa3MeHHUX | [HeKIiiiH1i MOHOHYKIIE03
JTimMporuTiB (MOHOHYKJIEAPIB)

AbcomroTHa JTiMQOTIeHIs Jlimporpanynemaros

Eozunodimis MenukamenTo3Hi JiMdaaeHonarii,
aiMQorpanyaeMaros3

30unbIIeHHs OJJACTHUX KIITHH B KpoBi 1 | ['ocTpuit nimdpoOracTHUI JTeHKO3,

B KICTKOBOMY MO3KY neiikemizaris JiMpom

HetitpodinsHuii 3cyB BIiBO PeaxtuBHi Ta iHDeKITiHHI

nimpanenity, aimporpanyaeMaros,

xBopoba Criuia
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AHeMisi TeMOJTITUYHA, ayTOIMYHHA

Xponiuawnii miMdoeitkos,
Jim¢orpaHyineMaTos,
HeniM@orpanyieMaro3Hi JiMmpomMu

AHewmis 3amizoaedinuTHa

Meracra3u paky nuIyHKa

TpomOomuTOIEeHIsT ayTOIMyHHA

JlimpomnpomidepaTuBHI 3aXBOPIOBAHHS,
CHUCTEMHHU YEPBOHUI BOBYAK

JletikonieHist (HEUTpOIIECHIs)

CucTeMHHI YepBOHNUN BOBUYAK, TOCTPUI
neiko3 (anerikemiuHa (asa)

Y Tabnuii HWXKYE TPENCTaBICHO MJIarHOCTUYHE 3HAYEHHS JI0IaTKOBUX
KIIHIYHUX  O3HaK, 10 BHUABIAIOTHCS TPU TEPBUHHOMY OIVISIII  XBOPHX
JimMbaaeHOnaTiero.
30ubmienHss | lkipHi nposiBu | YpakeHHs Cyrno6oBuit | JIuxomaHnka,
IIEY1HKH 1 JIETeHb Ta CHUHJIPOM CTIMKA 10
CeJIe31HKH IJIEBpU aHTHUO10TUKIB
iHpekmiaul | iHpeKminHun Capxoino3 Pepmaroinuauii | [Hpekmiitauii
MOHOHYKJIE03 | MOHOHYKJIE03 apTpUT MOHOHYKJIE03 Ta
XPOHIYHUI CucremHui Ty0Oepkynbo3 1HII1 BIPYCHI
aiMQoselko3 | YepBOHUI BOBUAK | JIEreHb CuctemHuit 1Hpexii
TrOCTpUit XBopoba Crina YepBOHUM Jlimporpanyie-
JIEHKO3 Makporno6yini-ue | Pak erenb | BoBuak MaTo3 Ta 1HIIII
PeBmaroigawuii | mis HemMborpany-ii
apTpUT Banbnencrpema | Cucremuuit | XBopoba eMaTo3Hi
Cucremuuii rOCTpUH JIEMKO3 | YEpPBOHHIA Crinna aimpomu
YEPBOHU I MennkaMeHTO3Ha | BOBYAK Pesmaroinnuit
BOBYAK XBOpoOa Capkoinos apTpuT
XBopoba XBopoba KOTIUUX CucreMHuit
Crina MOJIPSITIUH YepBOHUM
XpoHIYHUHT BOBYAK.
renaTuT 3 XBopoba Crisna
CUCTEMHUMU
IPOSIBAMH
xBopobOa [omre

OKPEMI 3AXBOPIOBAHHA 3 JIIM®AJTEHOITATIETO
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HE NYXJMUHHOI NIPUPOIU

Indexuiiinuii MOHOHYKJ1€03

— BIDYCHE 3aXBOPIOBAaHHS, W0 BHKJIMKA€ThCS BipycoM Emmreina-bapp.
XBOpIIOTh YacTilie 0co0M MOJ0AO0ro BiKy. OCHOBHMMH KIIHIYHUMHU NpPOSIBAMH €
30UTBIIIEHHST PO3MIpiB JIM(OBY3JIB, JUXOMaHKA, CTiMiKa 0 aHTUOIOTHKIB, IIKIpHI
nanyjabo3Hi BUCHITaHHS, 301JIbIIICHHS CEJIC31HKH, TrOCTpUi TOH3HJIIT,
KJTIHIKO-JIA0OpaTOpHI O3HAKW ypakeHHs rnedinku. JlimdaaeHomaris 3a3Bu4yail HOCUTH
pEerioHapHUN XapakTep 3 YpPaKEHHSM MUWHUX JTIM(GOBY3IIB, XBOPOOIUBUX MPH
nanpnamii. OgHak, MOXJIMBE 1 TeHepadi3oBaHe 30UIbLICHHS JiM(OBY3IIB, B TOMY
quciai 1 OpOHXOMYJIbMOHANbHUX. AHTHUOIOTMKM $KI TNPU3HAYAIOTHCS B 3B'A3KY 3
JMXOMAHKOI0 € Hee(EeKTHUBHI, YacTO y XBOPUX BHHHUKAE TIMEPUYTIMBICTH O
aHTUOI10THKIB, OCOOJIMBO 1O aMIHONEHIUWJIHIB. HasBHICTh JTUXOMaHKH, MIKIPHHUX
BUCUIIAHb, a 1HOMI JKOBTSHUIN (BIPyCHMI T€MaTUT) HEPIAKO € TMPUBOAOM A
rocmitamzanii xBopux B iHMexuiiHi BiaaueHHs. Cene3iHKa 30UIbIIYETHCA 4YacTo,
gyyTuBa Tpu  manbnamii.  OcoOmmBICTIO  CIIeHOMeramiii mpu  iH(EKIiHHOMY
MOHOHYKJIC031 € CXWIBHICTh [0 PO3PHUBY CEJE31HKH, CIOHTAaHHOro abo Mpu
HE3HAYHUX TPaBMax, B TOMY YHMCJI1 1 IPU HAIOJIETIIMBIM rpyOiil manbnarii.

VY KpoBi 4acTO BUSBISIOTHCS MMOMIPHHM JEHKOINUTO3 31 301IBIICHHSIM KIJTHKOCTI
JTIM(OLUTIB 3 MHUPOKOIO 0a30(P1ITHLHOIO IUTOIIIA3MOK0 (MOHOHYKIIEApH), IJIa3MaTH4HI
KIiTHHH. PiBeHb reMorno0iHy 1 KUTbKICTh TPOMOOIIUTIB HE 3MIHIOIOTHCS, 32 BUHATKOM
PIAKICHUX  BHITQJKIB ayTOIMyHHUX mHTorneHid. Ilimo3pa Ha  iHGEKIIHHUHA
MOHOHYKJIEO3 3a3BHYail BUMAarae TaKTUKH CIIOCTEPEXKEHHS 32 XBOPHUM,
CUMIITOMATUYHOTO JIIKyBaHHA. Y TOCTpid (a3l mpu BIACYTHOCTI CHEIIaTbHUX
MOKa3aHb CIiJ YTPUMYBATHCS BiJl JOCTIKEHHS KICTKOBOTO MO3KYy 1 Oiomcii JIB.
JlilarHO3 BHCTaBISETbCS Ha MIACTaBl TUMOBUX 3MIH TeMOTrpamu: 30UIbIIY€EThCS
KUTBKICTh JIEMKOIUTIB (B Mexax 12-15x109 I' / i), BU3HAYaeThCs HEUTPOIEHIsS 1
30UTbLIEHHSI YKclia MOHOHYKJIeapiB. CrnenudiyHO € TakoXK peakilis 3B'SI3yBaHHS
KOMIUIEMEHTY 3 aHTureHoMm Bipycy Emmreitn - bappa. Jliarno3 wmoxe Oytu

Bepr(ikoBaHUN 3a JOTIOMOTOK BIPYCOJIOTIYHOTO JOCIIKEHHS] METOAOM JIAHIIFOTOBO1
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nojiiMepasHoi peakiiii. OmykaHHS 1HOJI 3aTATYETHCS, ajieé MPOTrHO3 B OCHOBHOMY
CIIPUSATIIVIBUN.

XBopoo6a Crinia
-y JOpOCIHX € TPOAOBKEHHSM CHUCTEMHOI ()OPMH FOBEHLIBLHOTO 1110MaTHYHOTO,

apTPHUTY, AJIS SIKOTO XapaKTEPHO:

° CyII000BHI CUHIIPOM

° JTMXOMaHKa CTIHKa J10 aHTUO10TUKIB

° nimpaneHonaris

L CIUIEHOMETalis

° CEPO3UTH

° IIKIpHI Many/ib03H1 Ta FTeMOpariudi BUCUIIaHHS
° YPaKEHHS PI3HUX OPraHiB Ta CUCTEM

VY nepudepuyuHiii KpoBi XapakTepHi HEUTPODUIbHHIA TEHUKOIIUTO3, 301IBIIICHHS
IIBUAKOCTI OCIIaHHS EpUTPOLMTIB. 3aXBOPIOBAHHS HaW4acTille JOBOAUTHCS
IUQEPEHIIoBaTd 3 CHCTEMHHMM YEPBOHMM BOBUAKOM, PEBMATOIAHHM AapTPUTOM,
BIDyCHHUM T€MaTUTOM 3 CHUCTEMHUMH [POSBAMH, CENTHYHUM  IPOIIECOM.
CnenudiuHuxX METOMIB JIarHOCTUKM He icHye. [icToinoridyHe J1OCIIKEHHS
mimpoBy3niB mgae Mano iH(opmarii. Kiiaiuauit edexkr y BUDISAl KynipyBaHHS
JUXOMAHKM 1 I1HIIMX CHUMITOMIB MOXE CIIOCTEpiratucs Mpu MpU3HAYEHHI
[JIIOKOKOPTUKOCTEPOIIIB.

XPOHIYHHUHA BIPYCHUUN T€MATUT

Yacrime BipycHuil renatut C MOXKe MPOSIBIATHUCS PI3HUMHU 103aMI€YIHKOBUMU
cUMOTOMamM# (JIMXOMaHKa, JiMQaaeHOMNaris, TeMOpariyHuil BacKymiT, YpakKeHHs
JereHb, mnoiicepositu, cuHapoM lllerpena). Y psal BumajakiB mo3arnediHKOBa
CUMIITOMAaTMKAa BHUCTYyNA€ Ha NEPIIMA IUIAH B KJIIHIYHIA KapTUHI 1 € Je0rToM
MEYIHKOBOTO 3axBOproBaHHsA. [Ipu migo3pi Ha XPOHIYHWUN BIPYCHHM TeMaTUT
000B'A3KOBO JTAOOpaTOpHE AOCIIKEHHSI HA HAsABHICTh BCIX MapkepiB remarury. s

0CTaTOYHOI Bepuikailii AOIIBHO TCTONOTIYHE JOCTIHKEHHS 010NTaTIB MEYIHKHU.

XBopooOu I'ome Ta Himana — Ilika
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- BIAHOCSTBCS JI0 XBOPOO HAKONWYEHHS, B OCHOBI SIKMX JIGKUTHh CHAIKOBUN JTe(PEKT
MeTabomnizmy docdomimiaiB 1 nepedpo3uaiB. ParonuTy0di MOHOHYKJIEAPH CENIe31HKU
1 1iM(OBY3J1B IHTEHCUBHO MPOTIPEPYIOTh 1 ParouTyrOTh HEMETab0M130BaH1 JIiIi IH.
InTencuBHa mpomidepamis  MakpodaradbHHUX KIITHH BeAe J0  301IbIIECHHS
AiM(pOBY31IB 1 TOJIOBHMM UYHWHOM Cele3lHKA. BupaxeHa cruieHomerams 3
IIUTOTICHIYHUM CHUHPOMOM € KJIIIHIYHUM MapKepOM 3aXBOPIOBaHHS. ToMY BHUSBICHHS
y XBOpUX JiMQaraeHONaTIeE0 3HAYHOTO 3OUIBIICHHS CEeJe31HKM TPU BiJCYTHOCTI
IHIITMX TIPUYHUH BUMAarae BUKJIFOUEHHS XBOPOO HAKOMMMYEHHS, 30KpemMa xBopobu [ore.
JIlarHOCTHUYHOIO O3HAKOIO € HAsBHICTH KIITUH [omie B myHkrarax JIB, kicTkoBoro
MO3KY, cele3lHKU. KIITHHM MaroTh WIUJIbHE E€KCUEHTPUYHO PpO3TallOBaHE SAPO 1
CBITJIO-CIPY IMTOIUIa3My 3 KOHIIEHTPUYHOIO CMYyTacTicTio. MoiauBa Bepudikaiis
nedimuty pepmeHTy TIHOKOIepeOpo3igasu, 1o 3ade3neuye YTHII3allii JTIMiaiB B

JeHKOUUTAaX NepUPEPUIHOI KPOBI.

Makporio0yainemiss Baabaencrpema

- BIJIHOCUTBCS JO XPOHIYHOTO JICHKO3y, OCHOBHUM CyOCTpAaTOM SIKOTO € 3puil Ta
no3piBarodi  JgiMpoinai  kmTHHU. OCOOIMBICTIO 3aXBOPIOBAHHSA € IPOIYKIIIS
NYXJIUHHUMU JTIMPOITHUMH KIIITUHAMH MOHOKJIOHOBOTO MPOTEiHY - MAKPOIIO0YIiHY,
10 BiTHOCUTHCA J0 KJIacy IMyHOTJIOOYJNiHIB M, BHACIIOK YOTO MOXKE PO3BUBATHUCS
nopaska cyauH (BackyiniT). OCHOBHMMU KJIIHIYHUMHM MPOSIBAMH 3aXBOPIOBAHHS pa3oM
3 miM@azeHonaTiero € 30UIbIICHHS CEeJe31HKM, TeéMOopariyHl IMIKIpHI BUCHUIIAHHS,
HAsIBHICTh CEYOBOTO CHUHAPOMY. Y KpOBI BUSBISETHCA aOCOMIOTHUN JTIMQOIUTO3,
aHeMisi (4acTO BHACIIJOK ayTOIMyHHOI'O T€MOJIi3y), 3Ha4HEe 301JIbIISHHS IIBUIKOCTI
OCiZJaHHST €pUTPONHTIB. Y KICTKOBOMY MO3Ky —iiM(oinHa iHimeTpamis. Jliarao3
MIATBEPIKYETHCSI HASBHICTIO y XBOPOro 31 30UIbIIEHMMH JiM(OBY31aMu Ta
CEJIE31HKOI0 MaKpOIyIo0yliHy IMyHOIIIO0YI1HY M.

Jikapcoki ___nimpadenonamii __MOXYTh ~ BHUHHUKATH B pe3ylbTari  peakii

JIM(OriCTHOLMTAPHOT CUCTEMHM Ha JIesK1 JIIKapChKi npenaparu (PpeHiToiH, npenaparu

30J10Ta).
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Capkoino3

- TpaHyJeMaTO3HE 3aMajieHHs, M0 KIIHIYHO MPOSABIAETHCS 301IbIICHHSIM
AiMGOBY3-1TiB (YacTilne OpOHXOMYyIbMOHAIBHUX, PiALIe MepuPEepUIHUX), MOPa3KOI0
JIETeHIB Ta IHIIKUX opraHiB. OcCOOMUBICTIO XBOPHUX HA CapPKOilO3 € MPUTHIYCHHS
KJIITUHHOTO  IMYHITETY, 1[I0  MaHi()ecTye  HEraTMBHOIO  pEaKLI€0  Ha
BHYTPIIIHBOIIIKIPHE BBEICHHS TYOEpKyJiHY (HETaTUBHI TYOEpPKYJIUHOBI TIPOOM).
Mopdonoriyaum cyObcTpaToM capkoiio3y € CapKoilHa TpaHyjemMa, M0 CKIAJAEThCS 3
TiMpOiTHUX, eMITeTIOIMHNX KIIITHH, BEJIETeHChKUX KimiTthH [luporosa-Jlanrxanca 3a

BIJICYTHOCTI (Ha B1IMiHY BiJl TyOEpKY/IhO3HOI IpaHyIeMH) Ka3€03HOTO HEKPO3Y.

3 cHCTeMHHMX 3aXBOPIOBaHb CHOJYYHOI TKAHMHHM TEHEpaJIM30BaHA
mimdaneHonaris xapakTepHa, B MEpILy 4epry, AJi CHCTEMHOTIO Y4epPBOHOTO BOBYAKY, Y
MEHIIA Mipi — JUIsl pEeBMATOIAHOIO  apTpUTy Ta IHIIMX cTaHiB. [ns pebrory
CHUCTEMHOTO YEPBOHOTO BOBYAKY XapaKTEPHI TaKli CHMIITOMH, K TOJIAPTPUT, aCTEHIs,
"HeMOTHBOBaHA" JMXOMaHKa, MOIIMOp(HI BUCUNAHHS. Y 3arajbHOMY aHali3l KpoBi
BiJI3HAYAETHCSA JIM(OTIEHIsI, TPOMOOIIUTONEHIsI, MPUCKOPEHA MIBUIKICTh OCITaHHS
epUTPOIUTIB. [[1arHOCTUYHOIO O3HAKOIO € BHSBJICHHS BHCOKHX THUTPIB AQHTHUTLA O
natuBHoi JIHK, antunykineapHoro ¢pakropy, aHTUTUT 0 Sm- sIAEPHOTO aHTUTEHY.

ImyHonedinuTHi ctanu

JlimpaneHonariss B OKpeMHUX BUIMAJKAX € PaHHIM MPOSBOM IMYyHOIE(IIIUTHOTO
crany. Sk Oyno Ccka3aHO BHIE, 130JIbOBaHA TeHepali3oBaHa JiMdaaeHonaTis
xapakrepHa s panHix eramiB Teudii BIJI indekmii. Jlokanbna mimdbaneHonaris
XapaKTepHa TaKOX JUIsl TAKUX NEPBUHHUX IMYHOJAE(DILMTHUX CTaHIB, K 3arajbHa
BapiabenbHa IMYHHA HEIOCTATHICTh, CHHAPOM BuckorTta-Ongpuda ta iH. OcobnuBoi
yBaru y JIaHOMY KOHTEKCTI 3acCIyrOBy€ ayTOIMMYHHMU jimMdorposidepaTuBHUAMA
cugpom (AJIIC), B OCHOBiI $IKOrO JIEKUTh MPUPOKEHUN JAePEKT aronTo3y
mimdoruTiB. Haciiakom mporo nedexty € mporpecyroda jgiMmdornpomidepartiis, 1mo B
MEPIIy Yepry MPOSBISETHCS SK IMUHA JTiM(paaeHOMmaTis, 0 YaCTO CYNPOBOIKYEThCS

CIUICHOMETANI€10, ayTOIMyHHOIO 1 MyXJMHHOIO marojorieto. Ilpore, gk mokasye
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NpaKTUKa, B TMEpPEBaXHIA OUIBIIOCTI BUMAAKIB MPUYMHOIO JiMpaaeHonarii €

1H(eKIIis.

Perionapsi 3anaJubHi JiMm@paaeHonarii 3 nepBUHHUM aQeKTOM.
Indexuiiini 3aXBOpPrOBaHHS.

[Ipu psnl iHQEKIiHHUX 3aXBOPIOBaHb PO3BUBAETHCS PETIOHAPHHUM TOMIPHO
BUPAXKCHUIN JIMQaaCHIT, 1 3aBKIM MOXHA BUSBUTU TMEPBUHHUN aeKT y BHUIIIAII
TUISTHKA TinepeMii 3 1H(QUIBTpAL€l0 HABKPYTU. Y MOAAJIBLUIOMY Ha MiCIll rinepemii
YTBOPIOETHCS  KIpO4Ka, TOTIM epo3iss abo Bupaska. PerionHapni nim¢oBy3nu
HEBEJIMKUX PO3MIpIB-MEHIIIE 2 cM B jaiameTpi, Oomtodi, Oe3 HarHoroBaHHA. Taki
CUMIITOMH XapakTepHi IS rpynu 3aXBOPIOBAaHb 3 MIPHUPOTHOIO
0CEPEIKOBAHICTIO-MAPCEIbHOT JTMXOMAHKH, KIIIOBOro BUCUIHOTO TU(y [liBHIUHOT
A311, TUXOMaHKHU IYLyraMyIllyd, BE3UKYJISIPHOTO PUKETCI03Yy , KIIIOBOrO eHledairy.
3axBOPIOBAHHS 11l BUHUKAIOTh B €HAEMIUHUX 30HaX. OCTaTOYHMIA A1arHO3 CTaBUTHCS
Ha II1JICTaBl CEPOJIOTIYHUX JOCTIKEHBb. [3 XpOHIYHHMX 1H(QEKIIMHUX 3aXBOPIOBAaHb
perioHapHe 30UIbIIEHHS JIM(OBY3JIB 3 BU3HAYEHHSIM IEPBUHHOIO aekTy (IIaHKpa)
XapaKTEepHO JJIsi IEPBUHHOTO CUQLIICY.

bpyuenvos. 30inbiieHHs n1iM¢GOBY3IiB MPU OpyIETb031 BI3HAYAETHCS HEYACTO.
Bonu 36inbmrytotbes y 6araTbox rpymnax, ajge He3HauHo. [leski 3 HUX MOXYyTh OyTu
oomrounmu, 1H1I Hi. [1ig03pa Ha Opy1enb03 MOBUHHA BUHUKHYTH, SIKIIIO B AHAMHE31 €
BKa31BKM Ha mepeOyBaHHS XBOPOrO B CEHAEMIYHMX BOTHHILNAX, KOHTAKT 3
CUTbCHKOTOCTIOIAPCHKUMH TBapUHAMU. XapaKTepHl Ijisi OpyIlenbo3y pi3HOMaHITHI
dbopMHU ypaskeHHsI OTIOPHO-PYXOBOTO arnapary-apTpUTH, CUHOBITH, OYpCUTH, MI03UTH.
YacTto BUSBIAIOTHCS O3HAKM YPa)KEHHS HEPBOBOI CHUCTEMH Yy BUIVISII HEBPHUTIB,
pamukymTiB. [[iarHo3 miATBEPIKYETHCS 3a JIOMOMOTOI0 BHYTPIIIHBO MIKIPHOI TPOOH
bropue, peakmii Paiira-XemnbcoHa, peakiii 3B'S3yBaHHS KOMIUIEMEHTY 13
cenu(piYHUM J1arHOCTUKYMOM.

Tokconnazmo3. XpoHiIUuHI (GOPMH IHOTO 3aXBOPIOBAaHHS B IEPEBAXKHIN

OUIBIIIOCTI  BUMAJKIB  MPOTIKAIOTh 31  30UTbIIEHHAM  JiMQoBY3miB. Byznu

30UTBIIYIOTBCS. B 0araThOX Tpylax, ajie AYyXe IMJ03pIIUM Ha TOKCOIUIA3MO3 €

217



30UTBIIICHHS ME3eHTEpiabHUX JIM(OBY3TiB 1 PO3BUTOK Me30aJieHITa. Y JESKHUX
XBOPUX YPaKA€ThCs TAKOK MioKap/l. /[larHOCTHKA TPYHTYETHCS HA KIHIYHUX JIAaHUX.
[To3utuBHI peakIlii 3 TOKCOIUIa3MIHOM, BHUSBICHHS TOKCOTUIa3MAaTHMYHUX AHTHUTLI
MIATBEP/KYIOTh JI1arH03 KOCBEHHO, O1JIbIIIe BKAa3yIOUX Ha 1H(IKOBaHICTb.

Tvbepkynvbo3. YpaxaroTbcd 3a3BUYail MmuiHI JiMQoBy3au. Crnovarky BOHHU
HEBEeNUKUX po3MipiB (1-2 cMm), mocuth mrbHI 1 3aBkau  Oomroui. [lo  wmipi
MPOTPECyBaHHS 3aXBOPIOBAHHS BY3JIM 30UIBIIYIOTHCS, CTAIOTh CIIASHUMU 31 HIKIPOIO 1
po3M'skmrytotees. [lkipa Hag HUMH cTae CHHIONIHOTO KOJbOpY. SIK MpaBHIIO, BY301
PO3IUIAaBISETHCS, BUHUKAE XOJIOAHUN abcliec, KU, MpOpBaBLIMCh HA30BHI, 3aJIMIIA€
nicias cebe Hopulilto. Y TrHOI BUsBIAOThCs Oanmnn Koxa. Peakiiss Manty moxe OyTu
MO3UTHBHOIO .

CHIJ

I'enepanizoBane 30UIbIIEHHS JTIM(ATUYHUX BY3JIB € OJHIEI0 3 pPaHHIX 1
noctiitaux o3Hak CHI/ly. 361bIeHHs criocTepiraeThes B yciX abo B OUTBIIOCTI TPy,
pO3MipH BY3JIIB 70 2-3 ¢M B JiaMeTpi, BOHM IIUIbHI, O0TIOY1 MpH Maibiallii, He crasHi
31 mkiporo. CHIJ] HeoOx1aHO 3amig03puTH, SIKIIO JiM(aaeHonaTis MOeIHY€EThCA 3 2-3
cepitozHumu (3a Tepminosoriero BOO3) cumnromamu: 3HM>KeHHAM Macu Tijia Ha 10%
1 BHILE, XPOHIYHOIO Jlapeerd TPHUBAIICTIO Oulblne 1 Micsis, NepeMiKHOW abo
MOCTIHHOIO JTUXOMaHKO Ounbiie 1 micsus. BusiBnenns y xBoporo capkomu Kamomri
a00 KPHUIITOKOKOBOTO MeHIHTITy poouth aiarHo3 CHI/ly maiixke 6e3cymHiBHUM. J1Jist
Bepudikamii iarHo3y BHUKOPHCTOBYIOTHCS peEakilii BHUABICHHS NPOTHBIPYCHHUX

AHTUTILIL.

T'ocTpi BipycHi indexmii
Kpachuyxa - roctpe BIpycHE 3axBOpPIOBaHHS, Ha3BaHE TaK 3a OCHOBHUM
CUMIITOMOM - MOSIBI 3 NEPIIOro JHS XBOPOOHW IO BCbOMY Ty YEPBOHYBATOi 0117101
Bucunku. Jlimbaruyni By3nu  30UTBIIYIOTBCS  MO3a]y  BYIIHHMX  PaKOBHH,
COCKOMOJIIOHOTO BIIPOCTKA, B MOTWJIMYHIA 1 MIMHHIA 00NacTsIX; BOHU 3aBOLIBIIKH 3

TOPOIINHY, IIUIbHI 1 0OJIOUI.

218



Aodenogipycui_3axeoprosanns. 3 ycix (opM rocTpoi pecmipaTopHoi iH}eKIii

aJICHOBIPYCHI 3aXBOPIOBAHHS 9acTo MIPOSIBIISIIOTHCS TeHepali30BaHOI0
mimbaneHonariero. 30UTBIIYIOTECS TEPEBKHO — MMIIICNCNHI, 3aJHBOITUNHI 1
MOTUJIMYHI BY3J1M, BOHM 3aBOUIBIIKYU 3 BUIIHIO, PyXJHBI 1 60mtoui. CrioctepiratoThes
TaKOXX MOMIpHA JIMXOMAaHKa, PUHIT, KOH'FTOHKTHBIT, pijie (GapuHTIT.

bybonu - e nimdboysu 3HauHUX po3MipiB (10 3-5 cMm B giameTpi), 3 4aCTUM
HAarHOEHHSAM 1 po3nanoM. PerioHapHe iX BHSBJICHHS JI03BOJISIE 3alliIO3pUTH PNl
CEpHO3HUX, HEOE3MEUHNX B €MiAEMIONIOTYHOMY BiAHOIICHHI 3aXBOPIOBaHb: OyOOHHY
dbopMy YymH, TyIApeMil0, COJOKY (XBopoOa YKycy IIypiB), XBOpoOa KOTSYHX
nonpsnuH, xBopoba Hikona-®appa (BeHepuuHuil JiMdorpanyaeMaros3). 3a3HaunuMo
OTIOPHI CUMIITOMH ITUX 3aXBOPIOBAHb.

Jlymaru mpo yymy Ciijl, SKIIO XBOPUH MpHUiXaB 3 MPUPOJHBOTO BOTHHMINA ITET
XBOpoOM - 3abaiikamis, 3akaBkas3s, paioHiB Kacmiiicbkkoro i ApajlbCbKOro MOpIB.
3a3Buuaii OyBae BUpaKEHa JIMXOMaHKA, IHTOKCHKAIlis, OyOOHHM BUSBISIOTHCA B
naxoBii Ta cTerHoBid obnactsax. KonTypu OyOOHOB HEuiTKi, BOHU CHasiHl MiXK cO00I0
1 31 mkiporo. IIpoTsArom THXKHS HAacTae HAarHOEHHS 1 yTBOpeHHS Hopwuii. JliarHo3
YyMH MIATBEPKYEThCS BUIIJICHHSIM 30y/ITHUKA 3 ITyHKTaTa OyOOHY.

[Tpunymiennst npo_myiapemilo Ma€ BUHUKHYTH MPH BKa3iBKax Ha KOHTAKT 3
rpU3yHAMH, TIPU YKycaX KOMax. YPakaroThCs IMaxBOBI 1 muiiH1 JiMpoBy3mu. Bonu He
CIasiHl 3 MIKIPOrO 1 Mk co00r0. Po3BuTOK OYyOOHY MOBIIBHUM, pO3Maa BiIOyBaETHCSA
70 KIHII TPEeThOro THKHA. [[larHO3 CTaBUTHCS Ha MiACTaBl MpoOM 3 TYASIPUHOM 1
CEpOJIOTTYHUX JIOCIIIIPKEHbD.

JUist co0oky XapakTepHO BKa3iBKy Ha yKyC IIypa, PO3BUTOK Ha MICIl YKYyCy
NEePBUHHOTO a(eKTy, MOBTOPHI MEPIOAN JMXOMaHKH, ypTukapii. byOoH Haifuacrimie
PO3BUBAETHCSI B MMaxBOBiM oOmacTi. J[iarHO3 BCTAHOBIIOETHCS MIKPOCKOMIYHO - B
KpOBI 1 Marepiaji 3 TE€PBUHHOIO a(eKTy BHSBISIOTECA CIIPOXETH abo
CTPENTOOAITITH.

Jl1s A1arHOCTHKH X80p0OU KOMAYUX NOOpsANUH BaKJINBI BKa31BKM Ha KOHTAKT 3

TBApUHOIO, HASBHICTh NEPBUHHOTO a(eKTy y BHUINIAAI HEBEIUKOI MycTyau abo

BUpa3Kku, TpuBaiuii mepion (opmyBanHs OyboHy - 15-30 nuiB; OyOOH dacTimie B
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NMaxBOBiM oOmacTti, Tedis Woro noOposikicHa. [lpu pasmsiryenHi OyOOHY B THOT
BUSBJISIOTHCS XJIaMiaii.

s xBopobu Hixona-@Paspa xapakTepHi BKa3iBKM Ha BUIAAKOBI 1 Oe3magHi

cTaTeBi 3B'I3KH, HAasIBHICTH OyOOHY B IaxoBiil 00JaCTi MPU BiICYTHOCTI IEPBUHHOTO
adexry.

VY neGroti gocmpoeo nimgobracmuozo ieuxo3y Ha NEpIIui TIaH BUXOIATh TaKi
CUMIITOMH, SIK JUXOMaHKa, TeMOpariyHuil CHUHIpPOM, OMiaicTh, OO0l B KICTKax,
XapakTepHi 3MIHM B aHaJi3aX KPOBl y BUIVISAI aHeMii, TPOMOOIMTONEHII, BACOKOTO
JeHKoIMTOo3y  abo, HaBmakW, JIEWKONEeHii, HasgBHICTHL  OmactiB. JliarHos
BCTAHOBJIIOETHCSA 33 JaHHUMH KIiCTKOBO-MO3KOBOTO MYHKTAaTy (TiMEpKJIETOYHOCTH

KICTKOBOTO MO3KY 3 OsacTHOIO iH(DinbTparieto (6inbme 30%).

JIMPOIIPOJI®EPATUBHI 3AXBOPIOBAHHASA

JlimpompomideparuBHi 3axBoproBanHs (JII[13) € HalibnbI Bemukor 0071aCTIO
remarosiorii. Cepej; 3arajbHOi 3aXBOPIOBAHOCTI HA OHKOJIOTIYHY TMAaTOJIOTiI0 BOHU
CTaHOBIATh  5%. JliM(oigHl NmyxJIMHM B 3arajibHiil  CTPYKTYypl 3JIOSIKICHHX
HOBOYTBOPEHb 3alMalOTh 5-€ MICIIe MICIsi PaKy MOJIOYHOI 3aJi03H, MEePeaMiXypoBOi
3a5i03, JIET€HIB 1 TOBCTOI KMIIKW. 3a JaHMMU HallioHambHOTO KaHIEP-PeecTpy, B
VYkpaini B 2011 p 3axBoproBaHicTh Ha HEXOMKKIHCHKI TiMpomu (HXJT) cranosuina 5,1
Ha 100 Tuc. XKurenis. Y 2013 pori Ha 067iKy B YKpaini nepeOyBano 29 THC. XBOPHUX
Ha JTIM(POMHM, KUIbKICTh TAKMX MAaLIE€HTIB 3 KOXKHUM POKOM 301IBIIYETHCS.

3a MiciieM CBOTO MEPBUHHOTO BUHUKHEHHSI BOHU MOXKYTh OyTH TIOJIIICHI Ha JIBi
BEJIMKI Ipynu. SIKI0 BOHM BUHUKAIOTh B KICTKOBOMY MO3KY, TO MOBa 3BHYAHO i€
Ipo JEUKO3U. Y TOMY BHNAAKY, AKIIO IYXJIWHU IIEPBUHHO 3'BIIIOTHCA 11034
KICTKOBUM MO3KOM, B JIM(OiTHOI TKaHWHHU, TO BOHHU I103HAYAIOTHCS TEPMIHOM
«rtimM@poMay, MPUYOMY TaKl MyXJIUHU MOXKYTh JIOKAJi3yBaTHCS B TEUIHIIl, MITYHKY,
TOBCTI KHIIIIIi, TOJJOBHOMY MO3KY Ta iH. opraHax. Komu miMdoma cympoBOmKy€EThCS
KOJIOH13aI11€10 KICTKOBOTO MO3KY MyXJIMHHUMHU KJIIITHHAMH, TaKe SIBUIIE MO3HAYAETHCS

TEPMIHOM «IiM(pOMa 3 JIEUKEMI3aL1€10».
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Knacudikysaru JIII3 mocuTh CKIagHO, OCKUIBKHM HEOOXITHO BpPaxOBYBaTH
Mopdosoriydi, IMMyHOPEHOTHIIYHI 1 MOJIEKYJISIPHO-TEHETHYHI O3HAKH, XapaKTEepHI
JUTSE KOXKHOTO OKPEMOTO 3aXBOPIOBAaHHSA. TOMYy IS CHPOIICHHS PO3YMIHHS iX
BIIHOCATH JI0 TPbOX OCHOBHUX TIpym: B-kimituHHI  JiMdornposnidepaTuBHi
3aXBOPIOBAHH, T-xniTUHHI nimdonpomidepaTuBHi 3aXBOPIOBAHHS,
mimdorpanynemaro3 adbo xBopoba Xomxkina. [lepun aBi rpynu, BUKIO4around B- 1
T-KIITUHHI JICHKO3W, BXOIATH B 3arajbHy TPYyNy IiJ HAa3BOK «HEXOKKIHCHKHUX
aimpom» (HXJT).

Hexomxkincbki gimgomu
MKX-10: C82, C83, C84

HXJI - ue coniiHi myxJIMHU, [0 BUHUKAIOTh 3 PI3HOTO TUITY KJIITUH JIM(POIAHOI
TKaHWMHM IMYHHOI CHCTEeMH, HacTime B JiMdoy3iaax.B oCHOBI mporiecy pO3BHUTKY
NyXJUHU JIeKUTh 3JI0fKICHA KIIOHaibHa TpaHchopmariss B-, T- a6o NK-kmitun
(HaTypaJdbHUX KUIEpIB) HA PI3HUX CTaaisax ix audepenIitoBanHs. OcoOIUBOCTIMU
HXJI, mo Bkimo4aroTh TiM(OIgHI MyXJIMHU PI3HOTO CTYIMEHS 3JO0SKICHOCTI, €
HaJ3BUYaliHA PI3HOMAHITHICTh X JIOKaJi3allii, MOIMUPEHOCTI, XapakTepy KIIHIYHOTO
nepeOiry, Yy TAUBOCTI IO Teparii Ta IPOrHO3Yy.

[Ipu npoMy BMXKMBaHHA B pa3i CHOPUSITIUBOTO IMPOTHO3Y MOXKE OyTH JOCUTH
TpuBaiauM - 10 10-20 pokiB, B pa3i HECHpUITAUBO NpOorHo3y BoHo Moxke HE nocsiraru
1 poky. lle moxxe 3amexaru Bim cTajill AMQEPEHINIOBAHHS KIITHH, 3 SKUX MyXJUHA
CKJIaJIa€ThCs, a TAKOXK XapaKTepy 3pOCTaHHs 3aydyeHux JiM(oBy3iB ((oMiKyIspHUN
a6o mudy3Huii).

Emionocia nimgpom

dakTopaMu, MO TPOBOKYIOTH 3POCTAHHS ITMX 3aXBOPIOBaHb, PO3IVISAAAIOTH
TPaAMIIIITHO 10HI3YIOWY pajiarito, XIMIYHI KaHIICPOTCHH, HECHPHUSITINBI yMOBH
HABKOJIUIITHBOTO CEPE/IOBUINA, JIeSIKI XIMIYHI PEYOBUHU (JIOKCHH), MPOMEHEBY 1
ximiorepamnio.  TakuMu  MOXYThb  OyTHM  CHAAKOBl  3aXBOPIOBaHHSA, IO
CYNPOBOKYIOThCS IMYHOCympeciero (cunapomu Knainindenrepa, Yenmiaka-Xiraci,
Bickorra-Onapiva i iH.), A Takox ayToiMyHHI 3axBoproBaHHs (cunzapom Lllerpepa,

CUCTEMHUI YEPBOHUI BOBYAK).
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VY psil BUMAZIKIB TPOCTEKYETHCS KOPENAIiS MIXK BILTUBOM BIPYCY 1 IMyXJIMHHUM
pocToM.

BaxxnuBum etionoriuaum ¢akropom € iHQiKyBaHHs Bipycom Emmreiin-bapa.
3o0kpema, 1€l 3B'A30K MIATBEPIXKYeTbcss B 95% BumaakiB y [AiTei, XBOpHUX
€HJEMIYHOI0 appHUKaHChKOIO JiM(pomoro bepkiTra, 01HOYACHO 1HPIKOBAHUX BIPYCOM
Emnmrreitn-bappa.

[lin nmiero mo3HauYeHMX €TIONOTIYHMX (DAKTOPIB KIITHUHM IMYHHOI CHCTEMHU
MOXYTb TMiAJaBaTHCS 3JOSAKICHIM TpaHcopmarlii, TpudyoMy Ha Oyap-sSIKOMY eTari
mudepeniitoBadds. {1 KITHHE PO3MHOXKYIOTHCS 1 CTBOPIOIOTH KIJIOH KIIITHH, SIK OH
3aCTUIVIMX Ha TIEBHIM cTajli J03pIBaHHS.

Llamocenes

Y kimiTHHaxX oOpraHi3My TOCTIMHO BHHMKAIOTh PI3HOMAHITHI XPOMOCOMHI
abepauii, MexaHi3M TreHepalii SKHUX MoXe OyTH pI3HUM. bBUIBIIICTh TaKuXx
MonudikaIif HOCUTh HEUTpAIBHUI XapakTep, ACsKl 3 HUX MPU3BOIATH 10 3aruoOeri
KJIITUHH, 1 30BCIM HE3HAYHA KUTBKICTh - /10 MyXJIUHHOTO POCTY.

3HaHHA Mpo OyIoBY 1 (PyHKIT IMyHHOT CHCTEMH TOTIOMAraloTh y BCTAHOBJICHHI
nigBapianTiB jgiMdoM. JlaHuM Miaxig 3acHOBaHUK Ha TOMy, IO JiMdomu, sKi
BUHUKAIOTh 3 KJIITUH PI3HUX BIIAUIB nepudepuyHux JiM(OITHUX OpraHiB, IO
3HaXOJAIThCA HA  PI3HUX  CTamisX AudEpeHIlioOBaHHS, MalOTh YHIKaJIbHUN
IMyHO(EHOTHII.

VY nimdoigHUX MyXJIMHAX TaKOXK, SIK 1 TPY MMy XJIMHAX MI€J01THOTO TTOXOKEHHS,
Oyau BUSIBICHI PEKYpEeHTHI TeHOMHI alepaiiii. Asie Habarato dYacTilie B HHUX
peani3yeThcsi 0COONMBHUI MEXaHi3M JIGUKO30TEHE3Y, SIKUI TO3BOJISIE «EKCILTYaTyBaTI
BEJIMKY KUIBKICTh PETYIATOPHHX €JIEMEHTIB (IIPOMOTOPIB 1 E€HXAHCEPOM),
AKTHBOBAaHMX HA 0ararbOX CTaIIX KIITUHHOTO PO3BUTKY 1 MICTSAThCS B JIOKycCax
B-knituanoro (BCR / imyHnornoOyinin) 1 T-ximituaHoro (TCR) peuenrtopis.

Coporoani nobpe BigoMo, 0 JAesiKi TUIH JiM(OiTHUX HEeoI1a3ii, mpeacTaBiIeHi
B knacudikanii BOO3, nos'a3ani 31 cnenupiyHUMU PEKYPEHTHUMH XPOMOCOMHUMHU
abepamismu. Taki aOeparfii MawoOTh SBHE JIarHOCTUYHE 3HAYCHHS, TOMY JIESIKI

3aXBOPIOBaHHsI, HaNpUKiIad, JiMdoma 3 kimituH MaHTii (JIOM) abo mimdoma bepkiTra
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(JIB), mMoxyTh OyTH BHIUIEHI B OKpeMi Kareropii SK XBOpOOH, acoliiioBaHi 3
KOHKpEeTHUMH Mosiekyisipuumu nopymenHsmu. Huxnin D1 (CCND1, G1 / S-specific
cyclin D1) - Bnepmie OyB imenTr(dikoBaHUiA B JTOKyci TpaHnciokariii t (11; 14), sk ren
Bcl-1 (B-cell leukemia / lymphoma) Tpancdopmarrii.

[eHEeTHYHNX YIIKOMKEHb, M0 BHSBISIIOTECA B JIM(POIMHUX MyXJIMHHHX
KIIITUHAX, BJIACTUBHI YyHIKaJbHUW MEXaHI3M TIEPETBOPEHHS MPOTOOHKOTECHOB B
OHKOT'€HH.

BUHUKHEHHIO XpOMOCOMHMX TpaHCIOKAIiii Ha eram AUQEpeHLiIOBaHHS
JTIM(OIUTIB CIIPUSIOTH HACTYIHI TIPOIIECH:

1) V (D) J-pexomb6inarii;

2) pexoMmbOiHartii mepemukanss kiacy (CSR);

3) comaruusi rinepmytaiii (SHM), iHayKOBaHI Ha AESIKUX CTaHisIX PO3BUTKY
TM(DOITHUX KITITHH.

PexomOinarii 1 rimepmyTairisi CympoBOIKYIOTbCSI BHUHUKHEHHSM JIBOHUTKOBUX
po3puBiB (DSBs, double-strand breaks) B JHK, sxi moTiM «peMOHTYIOTHCS
kiritiHHuMEA  cucteMamu  pernapariii NHEJ (non-homologous end joining), o
3'ennyroTh 3nmamani JIHK-kinmi. Byas-sika HETOUHICTH B POOOTI IIMX CHUCTEM MOXKE
NPU3BECTH JI0 XPOMOCOMHHUX TPAHCIIOKAITIH.

[IpoTooHKOTeHH, 1O MOTPAIJISIOTH B I JIOKYCH B PE3YJIbTaTi XpOMOCOMHHX
TPAHCJIOKAIlM, YHUKAIOTh CTPOTrOro KJIITHHHOTO KOHTPOJIO ( MEePEeTBOPIOIOTHCS Ha
OHKOI'€HM) 1 TeHEPYIOTh PO3BUTOK IyXJIMHHOTO Ipouecy. Ha BiqMiHy BiJJ BHHUKHEHHS
XUMEPHUX TEHIB, BUCOKA TOYHICTh PEKOMOIHAIl TyT HE MOTpiOHA, TaK fK MESKI
enxancepu reHiB BCR / imyHornoOyinid 1 TCR MOXyTh akTUBYBaTH reHHY €KCIPECito

Ha Jy’K€ BEJIMKiH BiJICTaHI.

OcHosni emanu dughepenyirosanns rimpoyumis

VY HOpMI Ju1s popMyBaHHS BIIIOBIJII HA BEIMYE3HY PI3HOMAHITHICTh aHTHTCHIB
B KJITHHAX IMYHHOI CHCTEMH BIJOyBa€TbCS LUIMA DS 1HIUBIAYaJIbHUX T€HOMHUX
nepeOyaoB 1 MyTamiHUX 3MiH B TEHAxX, IO KOAYIOTh AHTUTEH-3B'S3YIOUl OUIKH.

Takum Mommdikarism B B-miMdonurax miamarThCs TeHH, IO KOAYIOTh MOJEKYIH
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BCR / imynornoOymin (B-kmitunnuii penentop). Jeski tunmu BCR HazuBaioTh
«TOBEPXHEBUMHU 1MYHOITIOOymiHamMu» (slg), ki y JIOAMHM 3TPYNOBaHl Yy BEJIHKI
JoKycu (po3MmipoM 10 2 MIH Tap HYKJICOTHAIB; M. H.) Ha 3 XpoMocoMmax:
imyHorsoOynin H (14932), imyHoroOymin k (2p12) 1 imyHormooOymiH A (22q11). I'enn,
mo koaywoTh T-kmituHH1 peuentopu (TCR) 1 pexomOiHamlii B mpouneci po3BUTKY
T-nmimdonwmris, 3rpynoBani B 3 sokycax Ha 2 xpomocomax: TCRa / & (14qll.2),
TCRPB (7935) 1 TCRy (7pl5). V koxnomy BCR / immyHornoOynin- 1 TCR-nokyci
OpUCYTHI 00MacTi, O MICTATh Kuibka Komiil (Big 5 mo 500) reHHUX CEerMeHTIB
(EK30HIB) PI3HOTO THITY, 3 SIKHX B PE3yJbTaTli T€HOMHUX MepeOyqoB 30UpaeThCs
BEJIMYE3HAa KIJIBKICTh 1HIMBIAyanbHUX KoMOiHaliil aktuBHUX BCR / iMmMyHOroOymis-
1 TCR-reHiB.

B npomneci comarmunoi V (D) J-pekomOiHamii B KOXKHiIM B-kmituHI
Bi10yBaeThesa 3'eqHanHsa pisHux VH, DH 1 JH -reHHux cerMeHTiB B JOBUILHOMY
MO€IHAHHI, 10 € TEepIIMM eTanoM (OpMyBaHHS PI3SHOMAHITHOCTI IMyHOTJIOOYIIH 1
BCR. Ananoriuno imyHornoOymiH H (JIoKycH BaKHX JaHIIOTIB IMYHOITIOOYIIIHIB),
BJIAILTOBAHI JIOKYCH, 110 KOJIYIOTb JIETKI JIAHIIOTH (IMyHOIJI00Y/1H K 1 iIMyHOITI00yITiH
A) IMYHOTJIOOYJIiHIB, TIIBKH B HUX BiJCyTHI D-cermMeHTH.

JUist mpaBUIIBHOTO CKJIaJaHHS (YHKIIOHAJIBHUX TE€HIB 3 PI3HUX CETMEHTIB 3a
JIOTIOMOTOI0 peKOMOiHaIl1 HeoOX1HO, 00 11ei Tpollec BiaOyBaBcs Ay»xe To4HO. J{is
IILOTO BCI BapiaOeiabHI CErMEHTH 3a0e3leueHi CHelllaJlbHUMHU To3HauykamMu - RSS
(recombination signal sequences), SKi TNPEACTaBISAIOTH COOOI0 JBI OyXKe
koHcepBatuBHI nocnigoBHocTi  JIHK (ramromep 1 Hanomep). PexomOinaris
3IMCHIOETHCS 3a JomoMororw Tak 3BaHoi «V (D) J-pexkom0GiHa3m», sika HacCIpaBi €
CKJIQJIHUM KOMIUIEKCOM Pi3HUX OUIKiB. Y 1eil KoMIuleKe BXOAsATh Hykieasn RAGI 1
RAG?2 (recombination activating gene), siki BHOocsATh B JIHK 1BOHHUTKOBI po3puBH
(DSBs, doublestrand breaks) B o0nacTi curHaiabHOi MOCHIAOBHOCTI (remramepa).
[Ticis mporo DSBS BiTHOBIIOIOTHCA KIITHHHOI CHCTEMOIO pemaparlii, ska 3'e€qHye
Heromonoriuni ausiHku po3puBy JIHK (NHEJ, nonhomologous DNA end-joining)
nuisixoM 3'eqHanas DSBs 3 pizHux nokyciB. Y MomeHT 3'eqnands DSBs tepminanbHa

nezokcunykieotunna tpancdepasa (TdT) nmomae mo micus ctukyBanHusa DSBs kinbka
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(N) BumagkoBUX HYKJICOTHIIB, IO € II¢ OJHUM MEXaHI3MOM pPi3HOMaHITHOCTI
penieptyapy mosiekyn BCR / imynorno6ymnin 1 TCR.

[Toennanus pizaux cermentiB B BCR / iMmyHOmoOyniH-10Kycax BinOyBa€eThCs
MOCTYIIOBO B Tpoleci po3BUTKY B-mimdorutie. CrouaTky 3I1HCHIOETHCS
DJ-pexomOinaiis, mo npuBoAuTH A0 3'eaHaHHs D- 1 J-cermenriB, a motim V (D)
J-pexomOinarttis 3aBepirye 30ipKy Bapiabenbaux VDJ-ainsHok. 310paHi TAKUM YHHOM
peLenTOpy EeKCIPEeCYIThC Ha MeMOpaHax 1 SKIIO BOHU (DYHKIIOHAJBbHI, TO
BHyTpimHbOKIITUHHI ~ epekropy BCR- 1 TCR-curmamizamii  mpurHidyoTh
peKoMOiHaIIHY aKTUBHICTh B KJIITHHI, 3am00iraroud peKoMOiHaIlii Ha TOMOJIOTTYHHUX
napax XpoMocoM (aJieJIbH1 BUKJIFOUCHHS).

VY pasnix mimdoinaux kimiTHHaX-monepenHukax (mpo-B- 1 mpo-T kimiTuHax)
nporecu V (D) J-pexombinarii me He BiOyBarOThCs, 10 € OAHUM 13 MapKepiB IHUX
KJITHH. Ha OuibIn mi3HIX eTanax po3BUTKY B KIIITHHAX 3'SBISETHCA pEKOMOIHAIIHA
AKTHUBHICTH, 1 BOHH MEPEXO/IATh B Kareropito npe-B- 1 mpe-T-kiiTuH.

Hanani we3pini B- 1 T-KIITHHU MITPYIOTh 3 KICTKOBOTO MO3KY B JiM(aTH4HI
OpraHu 1 THMYC BIJNOBIAHO, /¢ TpWBa€ iX nuepeHIiroBaHHA, MO0 300paKeHO Ha

MaJtoHKy Huxk4de (Mair. 8).

- 1 - Kancyna; 2 - Tpa-
o "7 Gexyna: 3-Mapriva-
NbHUA CUHYC;

# 4 - lIumcpaTiHuA
# bonkyn; 5- Peak-
- THBHWIA LLEHTP

JIIMPOBY30JL K

™ r: 1
Tigh 1
b D g, Lo

s

Man. 8. bynosa nimdoBy3ia
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B GazanbHuX 3apoJKOBUX HEHTpax (OMIKYIIB, «TEMHIN 30H1» TepMiHATUBHUX
nentpiB (GC, germinal centre) aHTUIeH-aKTMBOBaHI KIITHHU (LEHTPOOJIACTH)
CTUMYIIIOIOTBCSI CTPOMOIO 70 akTHBHOI mpomidepauii. [IpuuomMy KokHE KIITHHHE
JIJIEHHST CYTIPOBOIKYETHCSI BBEJICHHSIM BEJIMKOT KIJTbKOCTI MyTartliii (SHM, comaruuna
rinepmyTauis) B AUIIHKY KoHTakTy BCR / imMyHOrioOymiH 3 aHTUI€HOM -
rinepBapiabenpHy obmnacts (CDR, complementarity determining region).
[HenTpoOmacTu MIrpyrTh 3 «TE€MHOI 30HH» B «cBiTIYy 30HY» GC (Tenmep BOHH
HA3MBAIOTHLCS IICHTPOIIMTAMH), NI TIAMAIOTHCS CENEKITi 3a critoro 3B'si3yBanHs BCR 3
QHTUTEHOM iMyHI3amii. [leHTpouuT 3 HHU3BKOI aBIHICTIO  3HUIYIOTHCA
UTOTOKCUYHUMU T-KiJlepaMu IUISIXOM 1HAYKI[T B HUX MPOIIECIB aMoITO3y, OCKIIbKH
red antuanonrto3a BCL2 B Hux He (yHKIIOHYE. B-KIIITHHU 3 BHCOKOIO aBIIHICTIO
NepeKuBarOTh araku T-kiiepiB, Tak sk MinHUM 3B'si30k BCR 3 anTurenom
npu3BoauTh a0 cTikoi BCR-curnamizamii, aktuBye ¢(akrop tpanckpuniii kB
(NF-kB, nuclear factor kB), sxuii, B CBOIO uepry, MiJIBUIIYE BMKHUBAHICTh KJIITHH,
CTUMYJIIOIOYM CUHTE3 AaHTHUANONTOTUYHUX OLIKIB, IO MPEJCTABICHO Ha MAJIOHKY

Hwkue (Mai. 9).

Jimdomnoes B miMGOBY3I: a - cTpoMa; b - miMGOIHTH; ¢ -
LeHTp po3MHOxeHH: d - ATII; e - miTO3

Mamn. 9. Jlimdpomnoe3 B mimdosymi. AIIK (APC)- anturen npe3eHTyro4ua KIiTHHA
(Makpodaru, JSHAPUTHI KIITUHN)

226



Ti xAITHHY, K1 BUKWIHM, 3MEHIIYIOTECS B PO3MIpax, siapa iX 3MOPIIYIOThCH,
CTaloTh  HIOM  po3leryieHuMu  (UeHTpouutd). B pe3ynbrari  cOMaTHYHUX
rinepmyTaiiif, TOOTO 3aMiHU HYKJCOTHAIB BCepeArHI reHHoro komiiekcy VDI, mo
Koye BapiaOenapHI 007acTi BaXKHUX JIAHLIOTIB 1IMYHOITIOOYJIiHIB, 3MIHIOETHCS
aQiHHICTb A0 AaHTUIEHY, SKUA BUKIMKAB aKTHUBALil0 B-kmiTuH 1 ¢QopMyBaHHSA
3apOJIKOBUX IICHTPIB.

Ha Hux 3HOBY 3'dBJISIIOTBCS MeMOpaHHI IMYHOITIOOYJIHM 1 BOHU IPOXOJSTH
eTan 130TIMIYHOTO MEePEeMHUKAaHHS KJAciB BaXKKUX JIAHIIOTIB 1MYHOIIIOOyNIiHYy. B
pe3yabTari 3 NEHTPOILIUTIB B alliKadbHINA CBITIHM 30H1 IEHTPIB (OMIKYITIB (POPMYIOTHCS
ia3MaTuyHl KITUHU. KiThHM, 10 TpOMILIM €Tanu COMaTHYHMX TinepMyTalid i
NEpPEeMUKAaHHA KJIaciB IMyHOIJIOOYITIHIB, MOXYTh AU(PEPEHLIIOBATUCS HE JHIIE B
IUIa3MaTH4YH1, aje 1 B-kiiTHHu nam'sTi.

VY mnpoueci IMyHHOTO (QHTHIE€H3JIEKHOTO) AU(PEPEHIIIOBaHHA JIM(OLHUTIB
YTBOPIOETHCS II€ OAMH KIITUHHUN €JNEeMEHT 3 BEJIUKUM IMyXHUPYACTUM SAPOM,
LHEHTPAJIbHO PpO3TALIOBAHUM SIAEpLEM 1 TMipOoHIHOPUIBHOI abo 0a30(piIBEHOI0
UTOIUIA3MOI0 - IMYHOONAacT, SKHM MoXe JTU(EpeHLIIOBaTUCA B HANPSIMKY
IUTa3MOIMTAPHOTO PSAY Yepe3 MPOMIXKHUMN eTal JIiM(OIIa3MOLIUTAPHOT KITITHHH.

Hespini B-nimpouutu excnpecyrors Monekyau BCR / iMyHornoOymiH, siKi
MICTATh HaWOmmwkumii 10 BapuabenbHOi obOmacti CH rennmii cerment, a came Cp
(BCR / imynormmoOymin M). Ilpu nomaneiomy audepeHIiroBaHHI BiI0YBAEThCS
nuBepcudikarmis Baxkkoro sanmora BCR / iMyHOrnmoOyniH 3a paxyHOK 3aMiHU
Cu-cermenta B nepBuHHNX BCR / iMmyHOrnoOynin M-renax Ha inmn cermentu CH
-nokyca. Takuii mporec 3CyBy 130THITY 3AIMCHIOETBCSA 3a PaxyHOK peKoMOiHarlii
nepemukanns kiacy (CSR, class-switch recombination).

Bunuknenns asyautkoBux po3pusiB JJHK (DSBs) 61 pisaux CH -cermeHTiB
IHIYKY€ peKoMOiHallto, npu sKik BupanseTscs ausiaka JJHK Mk nuMu cermentamu
1 BapiabGenpHOIO uYactTnHO BCR / iMyHOrmoOymiH-TeHa, IO NPU3BOAUTH JIO
yrBopeHHs BCR / imyHornoOymnin-renis 3 pisaumu CH-exzonamu (Co, Cy , Ce 1 Ca).
[Iporpamu audepeHiitoBaHHs HEHTPOUUTIB B B-kitiTuHu mam'sti abo minazmobnactu /

IIJ1a3sMOIIMTH MICTATh BaXKJIMBHM €Tall (TICPCMUKAHHA» XaAPAKTCPY IIPOUCCHHIY
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(mo3piBannsi) MPHK BCR / imynornoOynin. Cradicuar MPHK B B-kititTunax nam'siti
MPOXOAUTH 31 30epekeHHssM TM-ek30Ha, 0 MPU3BOAUTH JO CHHTE3Y MOB'S3aHOTO 3
meMOpanoro 6ika (BCR).

Y mneBHOMY CEHC1 OCHOBHI €Talld aHTUTEH3AJIEKHOTO AU(EPEeHIIIIOBAHHS
B-KkniTHH cXeMaTHYHO MOXHa MPEJACTABUTU y BHUIIAJI ABOX «CAMOCTIMHHMX» JIIHIM.
Bayrtpimasodomnikynsipae  nudepeHmiroBaHHs:  TIMOOIUT - «ONIKYISIPHUAN
B-61act» - neHTpo6IacT - HEHTPOIUT (BEIMKA KIITUHKA) - IEHTPOIUT (MaJjia KIIITKa)
- B-xmitnHa mam'sati abo Ta3sMaTHYHA KIITHHA, AUGEPEHINIOBAHHS 32 MEKaMU
aumboigHoro ¢Gonikyna: JIMEGOIUT - «IMyHOOTIACT» - JiM(poIIa3MoIMTapHa KIITHHA
- IUIa3MaTUYHa KJIITUHA.

Takum ymHOM, B XOJ1 J03piBaHHSA B-miMomuTH mpoxomsTh CKIATHAM MIISX
nudepeHIiitoBaHHs, 10 3a0e3reuye BUKOHAHHS BJIACTUBUX iM (YHKIH B IMyHHIM
cucteMi opradi3my. [Ipy BUHUKHEHHI 3JIOSKICHUX HOBOYTBOPEHb JIIMQOIIHOI
IPUPOIU B1IOYBAETHCS MMOPYIICHHS IIUX MPOIIECIB.

Mexanizmu 310akicHol mpanchopmauii riimdouumis

I'enomui abeparlii, 1m0 NPU3BOAATH 0 TMOPYIICHHS HOPMAaJIbHOI eKcIpecii
KJIFOUOBUX PETYIATOPIB AUdEpeHIiFoBaHHS, OJOKYIOTh HOPMAJbHHM X1 PO3BUTKY
TiMQOLUTIB, AKI HE CKACOBYIOUM MOIMEpPEIHIX eTamiB ( «KOHCEpBallis» KIITHH Ha
MEBHIM CTajii PO3BUTKY NUISXOM MIATPUMKH CHENU(pIYHOTO TaTepHY EKCHpecii).
Cami 1o co01 1 3MiHH, SIK MPaBWJIO, HE MOXXYTh BUKJIMKATH PO3BUTOK 3JI0SKICHOI
NYXJIMHU, OHAK «apemT AU(PEPeHIIIOBaHHS MPUBOAUTH 0 AKTUBHOI KIOHAIBHOI
npomideparii (ekcrnancii) KITHH, SKI MalOTh abeparlito, 1o 1HIIII0E OHKOTEHE3.
30UTbLIEHHST KJIITUHHOI Macu, B CBOIO Yepry, MiJABUILY€ WMOBIPHICTb BUHUKHEHHS
JOJATKOBUX MYTalllid, 10 MPU3BOASATH JO MAaJirHi3amii MEePBUHHHUX JICMKO3HHUX
KJIITHH.

Taki nonatkoBl abepallii MOXXKYTh MaTH PI3HY NPUPOAY 1 BILUIMBAaTH Ha Pi3HI
KJIITAHHI TIPOLIECH, TOMY BOHH MOPODKYIOTHh MU(EPEHITIAIlII0 MyXJIMHHOI €BOIIOIIT,
IO TMpPOSIBISIETbCS B ICHYBAaHHI KUIBKOX MOJEKYJISPHUX MIATUIIB NYXJIUH C

IZICHTUYIHOIO 1HIIIIOI0UO0I0 a0epalli€ro.

228



brnox nudepenuiroBanHs KITHH MOXe OyTH OOyMOBIECHHN TOPYIICHHIM
GyHKIIH akTUBAaTOpiB ab0 pemnpecopiB TPAHCKPUMIl. AJie € Takl pPeryasTopu, siKi
MOXYTb OJIHOYACHO JISITH 1 SIK aKTUBATOPH, 1 K penpecopu TpaHcKpumiii. J{o Takux
perynsropiB BigHocuThesi PAXS, cnopinnenuit HOX-dakropom TpaHckpumiiii 6110k,
SAKUM  KOHTPOJIOE KOMMITYBaHHS 3arajdbHuUX JIMQOIZHMX TONEPEIHUKIB B
B-xmituHHOMY HampsiMKy AUQEpeHIIOBaHHS, 1 EKCIpecis SKOTO HEOoOXigHa Ha
Oaratbox ctafgisix po3BUTKY B-mimdonurtie. Taka ocobmuBicth PAXS mop'szana 3
HasBHICTIO y HBOTO JOMEHIB, SIKI MOXYTh 3B'SI3yBaTHCS 3 KOAKTHBAaTOpaMu ado
Kopernpecopamu TpaHckpuriii, PAXS5 akTuBye TpaHCKpHIIIIIO TeHIB, K1 HEOOX1THI
st B-kimituHHOro  po3BuTKy  (Hanpukiaa, CDI19, ocHOBHMII — Kopeuentop
BCR-curnamnizarii), i mpurHidye akTUBHICTh T€HIB, 1110 BU3HAYAIOTh HE - B-KimiTnHHE
nudepenmiroBanus (Hanpukian, FLT3 1 Notch). Tomy inakTuByroui MyTartii / aeneri
reHa PAXS y npo-B kimiTHHaxX Npu3BOAATH 10 «apemTy» Ju(pepeHIIFOBaHHS 1 MOXKYTh
1HILIIOBAaTH PO3BUTOK MPO-B-KIITUHHOI rocTpoi dimpobraacTHoT neiikemii. Ha mizHixX
eranax no3piBaHHs B-kmitun PAXS mpurniuye excnpecito reHiB (3okpema XBPI1),
IHAYKYIOUUX AU(PEpEeHLIIOBaHHS T1a3M00IacTiB B miiasMonuTH. Lle mpusBoauts 10
TOTO, 10 akTHBaIlisg reHa PAXS B pe3ynbrari Horo TpaHCIOKaIlli B IMyHOITIOOYIIiH
H-nokyc BUKIHMKaE pO3BUTOK JIM(OIIa3MOLIUTAPHOI JIIMPOMH.

VsBaeHHS PO Te, IO BIPYCHI OHKOTEHW BHHUKJIM BiJl HOPMaJbHUX KIIITUHHHUX
reHiB, 10 OepyTh Yy4yacThb B PEryidimii KITHHHOI mpoiidepallii, CHOpUSIO
imeHTudikarmii 6ararbox i3 IUX, TaK 3BaHUX, MPOTOOHKOTeHiB. ONHH 3 HUX, C-MYC, 5K
BUSBIWJIOCS, Ma€ BUpIIIAIbHE 3HAYCHHS JJIA MEepexoay JTIM(QOLHUTIB, a MOXKIHUBO, 1
0araThbOX I1HIIMX KJIITHH 31 CTaHy CIOKOK HylnboBOi (azu G B HacTynHi (aszu
KIiTHHHOTO TMKiy. [locuneHHs ekcmpecii c-myc - 1€ OfHA 3 paHHIX MO,
MOB'SI3aHUX 3 aKTUBaIli€ JiM¢oruTiB. BecTaHoBIeHO, 10 MK TpoiidepaTuBHOIO
3MATHICTIO KJITUHHOI monyisuii 1 piBHeM MPHK c-myc icHye npsiMa 3aiexHICTb.
KpiMm TOro, BBaXawTh, IO MPUIMHEHHS €KCHpecii c-myc MOB'A3aHE 3 BUXOAOM 3
UKIYy 1 TOBEepHEHHsIM B HyaboBy ¢azy G. TakuMm 4YHHOM, HEKOHTPOJIHOBAaHA
eKcIpecis c-myc Oyzie TMepenKoKATH BUXOY KIITHH 3 IUKITY 1 3MyCHUTh 1X MMOCTIHHO

PO3MHOXYBATHCH. Came Taka CI/ITyaI_[iSI CHOCTepiFaeTBC}I IIpyu HCOINIACTUYHUX B-
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mimponporidhepaTUBHUX 3aXBOPIOBAHHIX, KOJU 3JI0SKICHI KIITUHM B PE3ybTari
PEUUIIPOKHOI TpaHCJIOKAIlll JAUISHOK XpPOMOCOM, IO MICTATh JIOKYC C-myc,
eKCIPECyIOTh BUCOKHI piBEHb O1JIKa c-myc.

Tak, wmampukian, npu jgiMpomi bepkitra (B-kmituHHOI Heommasii), ska 3
BHUCOKOIO YacCTOTOI 3yCTpPIYA€ThCA Yy AiTed B Adpuii 1 moB'sizaHa 3 1H(QEKIIE
Bipycom Emmreitna-bapp, B OUIBIMIOCTI JOCHIDKEHUX BHUMAJKIB TE€H C-MYC,
po3TalioBaHi Ha XpoMocoMmi 8 B cMy3l 24, BHACHIOK PEHUIPOKHOI TpaHCIOKAIli
CTa€ MOpyY 3 TEHOM BAXKKOI W-JIAHLIOTa IMYHOIIOOYJiHY, pO3TallOBaHUM Ha
xpomocomi 14 B cmy3i q32. Lli aBa reHM 3'€HYIOTHCS TaKMM YHMHOM, IO iX
TPAHCKPUIILIA W€ B MPOTUJIICKHOMY HANPSIMKY, 1 T€H C-myC TpaHCKpUOYyeTbCs 3
HOPMAJIbHUX BJIACHUX TMPOMOTOpPIB, a HE 3 TMPOMOTOPIB TeHa [-JIaHIOTa.
[lepenbauaerbes, IO IMMCHST TpaHCIOKAIli HOpMallbHI MEXaHI3MHU MPUIYIIECHHS
AKTUBHOCTI I'€Ha C-MYC BUMHUKAIOTHCS, 1 B pE3YyNbTaTl KIITHHA MPOJOBKYE TIITUTHUCS.
Jemio piamie BigOyBaeThCcsl TPAHCIOKAIIS TeHA C-MYC B JUISHKH, CYCI/IHI 3 JIOKyCaMu
JIETKUX JIAHIIOTIB Kama - (xpoMocoma 2) 1 namb1a - (xpomocoma 22). TakuMm 4HHOM,
HNOPYILIEHHS peryisuii aKTUBHOCTI MPOTOOHKOTEHA C-MYC CYIPOBOIXKY€ETHCS
TpPacJOKallll0 TeHa C-myC B TEHHl JIOKYCHM BaXKux a0 JIerKuX JIaHIIOTIB
IMyHOIJIOOYJTiH.

OpnHak, TUTBKM JIMINE OJHIE] TPaAHCIOKAIli XPOMOCOMHOTO Marepiay,
BUKJIMKAHOI MOPYHIEHHSAM PEryJsili eKCIpecii c-myc, HEAOCTaTHbO ISl 370AKICHOT
Tpancopmarii. BoHa numie BigKpuBaE MNUISIX HEOIIACTHYHOMY Tmporecy. |
HEOOX1/THO, SIK MIHIMYM, HAasBHICTh III€ OJHOTO HECIPHUSTIMBOTO (akropa, SKUH
OPU3BOAUTH JI0 OCTAaTOYHOIO CTAHOBJIEHHS aBTOHOMHOI mpoidepanii KIITUH
(MyXJIUHN).

AxTuBaiis reHiB c-myc 1 Bcl-2 € HaiigacTiimor KOMOIHAIIE€I0 YIIKOIKCHBb
reHOMy IMpd Ju(Qy3HUX KPYIMHOKIITUHHUX JIMQoMax, sKa MPU3BOJUTH 0
30UTBIIIEHHSI OHKOT€HHOTO MOTEHITIaTy MyXJIUHHUX KIIITHH, iX KJIOHAJIBHOI €KCIaHCIT 1
TIOTaHO MITA€THCS Teparii 3aXBOPIOBAHHS.

VY cBiif yac BBaXkaJiu, 1110 3yNKUHKA JO3PIBaHHA KIITHHU Bi0yBa€THCS B MOMEHT

3JI0SIKICHOT TpaHcdopmallli, aje 3apa3 BIJOMO, IO MyXJIUHHI KIITHHH MOXKHA
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3MycUTH AUQEPEeHIoBaTuCS 1 Jali 3a JOTOMOTOI0 psily AareHTiB, HaIlpUKIA],
dopbonmipicraraiierara. BBakaioTb, 10 KIITUHH HaBITh TICASA  3JIOSIKICHOT
TpaHcpopmallii MOXXyTh IPOXOAUTH KUJIbKA €TamiB AU(epeHIIFOBaHHSA

Y 80% BumankiB T-roctpoi mniMdoOnacTHOT JelKkeMil CIOCTepIraeTbes
aHomanbHa akTtuBauis Notchl-curnaneHoi cuctemu. Notchl Oepe yuacte B
perymoBanHl T-KJIITHH Ha PI3HHUX eTamax iX PO3BUTKY. Y HOPMi CHJIa 1 TPUBAJICTh
Notch-curnanmizaiii MOBHICTIO 3aJI€KUTh BiJI KIITUH MIKPOOTOUCHHS, IO HECYTh
Notch-niranau, Tomy piBeHb akTuBHOCTI Notchl Moke CHIBHO BapilOBaTH B Pi3HUX
KOMITAPTMEHTax TUMYCY. e BaKIuBUII MOMEHT, TOMY IO PO3BUTOK T-KIITHH Oarato
B UOMY BH3HAUae€ThCs Y3ropkeHor B3aemojiero TCR-curnamizamii 3 Notchl-
CUTHAJaMH PI3HOI 1HTEHCHUBHOCTI, SKa, SIK BBAXKAETHCS, KOHTPOJIOE BIDKMBAHHS 1
JiHIMHE  KOMMITYBaHHS  TUMONMTIB. ToMy aHOMajJbHO BHCOKHUM  piBEHb
Notchl-curnanizamii Moxe, IMOBIPHO, IPUBOJIUTU O CAMUX PI3HUX PE3YJIbTATIB Ha
NMEBHUX eTamax po3BUTKY T-kmithH. «OHKOTEHHUM» BaplaHTOM, HaleBHE, Oyne
«apemt» audepeHiiroBaHds T-KITHH, 0 TPU3BOIUTH 0 X BUOOPYOTO BIKUBAHHS
1 / abo kJjoHampbHOI eKkcmaHcii. Y pa3i mpuaOaHHS JOJATKOBUX IYXJIMHOPOIHUX
abeparlii 3 IUX KJIITHH MOXYTb PO3BHHYTHCS NyXJHWHH, B SIKMX OydyTh BHSBJIEHI
pi3H1 ymkopkeHHs: Notch1-curnanmizarii.

3natHiCT,  MyTamii, aktuBytouumx Notchl-  curnamizamiro, CHOpHITH
Tpancdopmailii T-KIITUH Ha JAEKUIBKOX eTamax iX po3BUTKY He jao3Bosisie Notchl
OyTH A1arHOCTUYHUM MapKepoM, IO BUSBISAE€ MyXJMHHM Pi3HOI erionorii. IIpore
koMroHeHTH Notchl- CUTHAIBHOTO MIISAXY MOXKYTh OyTH MPEKPACHOIO MIMICHHIO JIJIS
PO3pOOKH HOBUX MEPCIEKTUBHUX TAPTeTHUX MPEnapariB s JiKyBaHHS T-KIITUHHUX
remoOmactosiB. J[BouutkoBi po3puBu JIHK (DSBs) € Tpurepamu xpoMocomMHUX
pexkomOiHaIii mpu ckiaaganHi GyHkiioHansHUX reHiB BCR/imynornmo6ynin 1 TCR (sax
B1/I3HAYAJIOCS BHIIIE).

Takum uyuHOM, JTIMOITHI KIITHHH MOXYTh CTaTH 3JI0AKICHUMU MaiXe Ha
Oyab-sikoMy etamni audepenuioBaHHs. [Ipy 1bOMy BOHH PO3MHOXYIOTHCSA 1
YTBOPIOIOTh KJIOH KIIITHUH, SIK OW '"3amMopoxeHHX'" Ha MEeBHIA cTajii JO3piBaHHS.

3M0SIKICHI KJIITUHU HECYTh MapKepH HOPMaJIbHUX JIM(OILUTIB, TUIIOBI JIJIS TIET CTall,
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HAa SKI TPUNUHWIOCA TIONAJbINe J03piBaHHS. Tak, KIITUHU XPOHIYHOTO
TiMponeKko3y HaraayroTh 3piil B- miMQpoLHTH 1 eKCIpeCcytoTh MOBEPXHEBl aHTUTCHU
roioBHOTO Jiokyca rictocymicHocTi (MHC) kmacy Il 1 imyHOToOymiHy, SKi y IIbOTO
XBOPOTO MalOTh OJIMH TIEBHUMN 1JT1OTHII.

3a JIOIIOMOT OO MOHOKJIOHAJILHUX AHTHUTLI hi (e} TEpPMIHAJIBHOT
neszokcunykineoruauntpancdepasu (TdT), anturenam MHC knacy I, imyHornoOysnin
1 ceuu(piYHUM aHTUT€HaM KOPTHKAJbHUX TUMOLMTIB, 3piauX T - KJIITHH, a TaKOX
KIIITAH TOCTPOTO JTiM(BOOIACTHOTO JIEHKO3Y, IO HE BiAHOCATHCS HI 10 T -, HI 10 B, -
mimporuTH, 3'ABWIIACS  MOXJIMBICTH  KiacudikyBatu — JmiMQOigHI  370SKICHI
HOBOYTBOPEHHSI BHUXOJA4M 3 (PEHOTHMIYHOI BIAMOBIIHOCTI MyXJIUHHUX Ta
HOPMaJLHUX KIITHH (IMyHO()EHOTHITYBaHHS

Knacugixayia HXJ1

[Ipu BuaLIEHH] BapiaHTIB (THUIIIB) JIM(QOM BPaxOBYIOThCSA HE JIMUIE iX TICTO- 1
TUTOMOP(OJIOTUYHI  OCOONMBOCTI, aje 1 CBOEPAHICTh KIIHIYHUX TMPOSIBIB,
IMyHO(DEHOTHUIT MYXJIMHHUX KJITUH, FTEHETUYHI aHOMaTii. 3HAYYIIICTh KOXKHOTO 3 LIUX
KPUTEPIiB B J1arHOCTHIII KOHKPETHOTO THITY JiMpoMu pizHa. OCHOBHOIO MEpEBaroio
cydyacHoi kiacudikamii yimMpoM € OpUHIUI MOPGO-IMyHOJIOTTYHUX 31CTABJICHb.
I'pyHTytounch Ha LBOMY NPUHUMIL, YCl JIMPOMH MNIAPO3AUISAIOTh HA MYyXJIMHU 3
KIIITUH-TIOTICPETHUKIB 1 MyXJUHU 3 TEpUPEPUUHUX (3PUINX) IMyHOKOMIETECHTHUX
KJIITHH.

V¥ HoBii knacugikamii BOO3 nyxiauH reMonoeTuyHoi 1 aiM(oigHOT TKaHUH
(2008 p.) B po3aiii, mpUCBIYEHOMY JiM(poMaM, BUKOPUCTAHI OCHOBHI MPUHITUIIN 1, 3
HEBEJMKUMH 3MIHAMH, pyOpudikamis MyxJuH, siki Oyau TPUIHATI B HEeperisHyTIN
REAL 1994 p.

B-xnimunni nyxaunu 3 kiimun-nonepeouuxis B-nivmgouumie : B-nimpoobiactHa

aiMpoma T/1elKo3 3 KIITHH-IONEPENHUKIB (B-KmiTuHHUN TocTpuil JTiMQPoOIacTHHA
JICMKO3 3 KIIITUH-TIOTIEPETHUKIB).

B-xknimunni _nyxnmunu 3 nepedupuunux (3pinux) B-nimgouumis: XpOHIYHUN

mimpo neiiko3 T/mimdoma 3 wmammx JiMdonutiB - (riMmdormTapHa JiMdoma),

B-xniTiHHEM TIponiMGOIMTapHUM JIeiKo3, JiM¢poMa MapriHajabHOI 30HU CEJIe31HKU
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(+/-Bopcunuati JTiMGOIUTH), BOJIOCATOKIITHHHUHN Jeiiko3, JiMQoIuia3mMoinuTapHa
aiMpoma, XBOpoOH BaKKUX JIAHLIIOTIB, MJIa3MO KJIITHHHA Mienoma (IJ1a3MOLUTOMA,
eKCTpaHofanbHa B-kimiTuHHA mimMdoma wMapriHaabHOT 30HH (+/- MOHOIMTOITHI
B-nimdonutu), ¢onikynspHa aiMmdoma, JiMpoma 3 KIITHH MAaHTIHHOT 30HU, AUdy3HA
B-kpynHoxiiTuHHa  mgiMQoma, MediacTHHaibHAa JIudy3Ha B-KpymHOKIITUHHA
mimpoma, mepBuHHA JiM(oMa ekcynaris, JiMdoma r/meiiko3 bepkurra.

TakuMm 4YMHOM, HaA3BU YyCIX MO3HaYeHUX B Kiacudikamii BOO3 (2008)
IMyHOMOP(QOJIOTIYHUX BapiaHTIB B-nmuMm@oM mpoxondars craiiro IudepeHniroBaHHs
y psanal HopMmaidbHUX B-kmiTuH a00 BKa3yloTh Ha JIOKANI3allil0 MyXJuHU B B-
3aJIEKHUX 30HaX NepupepuaHuX JiM(OITHUX OpPraHiB.

T- 1 EK-ximitTuHHI  TyXJAWHW 3 KITHH-TIONEPEIHUKIB T-1iMEpOIUTIB
T-mmdpobmactHa mimMpoma 1/neiiko3 3 KimTHH-nionepenHukiB (T-KIiTHHHMIMA
roctpuil 1iMGoOIACTHUIN JIEUKO3 3 KIIITUH-TIONIEPETHUKIB).

B uinomy, imyHomopdonoriydi kimacudikamii MyXJIUH TEeMOMOETHYHOT 1
TiM(pOITHOT TKAHWHU € TEPENIKOM OCHOBHUX THUIIIB HOBOYTBOPEHb 3 BKa31BKOIO
HAOUTBII BIPOTIIHOTO HOPMAJIBHOTO aHajora JUii 3J0SKICHO TpaHC(HOPMOBAHHUX
KJIITUH B KO)KHOMY 3 I11JIBapiaHTIB.

Kainika

VY nebroTi 3aXBOPIOBAaHHSA, SK MPaBUIIO, Ty’Ke Masia CIEIU(pIYHICTh CUMITOMIB
3aXBOPIOBAHHS. Y XBOPOTO MOXE HE OyTH HISKMX CYO'€KTMBHMX BIJYYTTIB, 1
NyXJuHa MO)Ke OyTH BHUSIBJI€HA BHUIIAJKOBO. XapaKTepHe 30UIbLIEHHS OIHOT0o abo
JIEeKUTbKOX JIIMGOBY3JiB B OAHINA a00 JEKIIBKOX OONACTSIX, YacTime nepudepuaHux.
[Tpy HEXOMKKIHCHKUX JIM(OMax KIIHIKA BU3HAYAETHCSA MEPBUHHOKO JIOKAII3ALIEI0
NyXJIMHU (Y€peBHA OPOKHUHA, TPYyAHA MOPOKHUHA). JliMboMa 3 ypakeHHSAM TIIbKU
nepudepudHux JTIMQPOBY3ITIB 3ycTpivaerbess mnpuOmm3no B 12 Bumaakie HXII.
Ilepudepuuni By3nu B LMX BHUMNaAKax "pOCTYTh Ha oyax', TOOTO IyK€ HIBUIKO
30UTBITYIOTHCSI, BOHU €JIaCTUYHI, HEHAIIPYXKEH1, XapaKTePU3yIOThCsI aCUMETPUIHICTIO
ypakKeHHSI 1 TEHJICHIIIE€I0 IO YTBOPEHHSI KOHIJIOMEpPaTiB.

Mox/nMBI  CUMOTOMH IHTOKCHKAIll - HApOCTaroul 3arajbHa CJIa0KICTbh,

MIJBHUIICHA CTOMJIIOBAHICTh, IO IMPOTPECy€ 3HMKEHHI Macu Tijla, HIYHI MPOJIMBHI
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MOTH, HEBMOTHBOBAHMM IMIJHOM TeMIIEpaTypu TuIa, WMIKIpHUN CBEpODK, MoraHa
MEePEHOCUMICTh YKYCIB KPOBOCOCHMX KoMax. [HOM1 oluH abo psiJi CUMIITOMIB  MOXE
Ha JIeKUJIbKa POKIB BUIIEPEHKATU PO3BUTOK CaMOi ITyXJTUHH.

ImyHOMEpIUTHUI CTaH TIPOBOKYyE TpUEAHAHHSA OakTepialbHUX Ta  BIPYCHHX
1H(pEeKIid, sSKI HalyacTille BUKIUKAIOTh PO3BUTOK IHEBMOHII, 1H(EKLIi CeYOBUX
nuiaxiB abo repriecy. OCTaHHIM YacOM BCE€ YAaCTIIIE 3'SBIISIOTHCS MOBIIOMIICHHSI TIPO
napasuTapHy, TpuOKOBY MPUPOAY 30yIHHUKIB, PO3BUTOK CEIITUYHOTO MPOIIECY.

Oxkpim 30uIbLIeHHA nepudepuynux dimM¢poBy3niB, npu HXJI Hepiako BUsBIsA€THCA
30UTBIIICHHSI BHYTPIINTHBOUEPEBHUX 1 3aUu€peBHUX JIM(OBY3IiB, CEIE31HKH, JI/BY3TIiB
cepenocCTiHHs, Kbl Bansaeepa (J1iMpOIriIoTOUHOrO).

3 HenmiM(OimHUX Opra”iB YacTillie BPa)KalOThCs TMEUYiHKA, KICTKOBHM MO30K,
[UTYHKOBO-KHUIIIKOBUM TPAKT, PiAlIe - I[EHTpaJibHa HEPBOBA CUCTEMA, IIUTOBUIHA
3aji03a, M'AKl TKaHWHU, TEHITadli, o4i, OpOITH, IIKipa, KICTKH, MOJOYHI 3aJI03H,
nereHi. HeoOximHo mam'atatd mpo Tpymy JiMQOM, IO ACOIIOITHCS 13 CIU30BOIO
obononkoro (MALT -mimdoma), siki BIZHOCATHCA A0 JIMPOM HH3BKOI MipH
3MOSKICHOCTI 1 MOXYTh JIOKaJbHO Bpa)kaTd Pi3HI €KCTPaHOAANbHI JUISTHKHU (YacTilie
IUTYHOK, KHIICUYHHUK, CJIMHOBI 1 CII3HI 3aj103u) 0e3 3MiH 3 OOKy JI/BY3IIiB,
nepupeprudHOi KPOB1 1 KICTKOBOTO MO3KY.

BigHOCHO KapTWHM KpOBI - BIIXWJICHb MalKe HE CIOCTEepIraeThecs. SKIIo
HEMa€e IMyHHOTO PYWHYBaHHs KJIITHH, TO MOKa3HUKH YePBOHOI KPOBi, SIK MPABUJIO, B
HOpMI, TaKUH e 1 piBEHb TPOMOOLHUTIB. [HOII MPOSBISETHCS MOMIPHUI JEHKOLIMTO3,
MOB'SI3aHUM 31 30LIBIICHHSAM KUIBKOCTI 3puIuX JiMQouuTiB abo HEHUTpodiibHe
3pylIeHHS BIIBO. YacTo y TakuX XBOPHUX CIHOCTEPIraeThbCs €03MHO(DIIIS, PI3KO
IPUCKOpEHA MIBUAKICTh OCIAaHHA epuTpouuTiB. [lpu mommupeHHI MyXJIUHH Ha
KICTKOBUM MO30K B acmipari BU3HAYAIOTHCS KIITHHU, MOP(OJOTIYHO CXOXKI 3
KJIITUHAMHU [IEPBUHHOTO BOTHHUIIA JIIM(POMH.

Ha nacTymHMX eramax maroJIOTIYHOTO TPOIECYy MyXJIMHHI KIITHHU MOXYTh
NPUTHIYYBaTH PO3BUTOK aHAJOTIYHUX HOPMAJIbHHUX KIITHH, OJHOYACHO 3 IIUM
BUKJIMKAIOUH 1MYHOJIOTIYHY HEAOCTaTHICTh a0o imyHonmediuuTHuil craH. binbiie

TOTO, y TMOAIOHUX XBOPUX MOXYTh PO3BHUBATHCS IMYyHHI peakiiii, 00yMOBICHI
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MPOAYKIEID aHTUTLI, COPSIMOBAHUX MPOTHU AHTUTEHIB BJIACHUX TKaHWH. lle Hao4HO
HIATBEPIKYETHCS BUNIAJAKAMU PO3BUTKY IMYHHOI T€MOJIITUYHOI aHeMii abo IMyHHOT
TPOMOOLIMTOIIEHIi y XBOPHUX 3 JIIM(pomMamH.

Mosxe TakoX pO3BMBATUCS MapliiaibHa YEPBOHO-KJIITUHHA arJja3is, NOoB's3aHa 3
TAM, IO 0pU JIMPOMI MOXYTh BHUPOOJATHUCA AaHTUTLIA, CHOPSMOBaHI MPOTU
epUTPOLIUTAPHUX TIOMEPEIHUKIB B KICTKOBOMY MO3KY, LIO NMPHU3BOAUTH JI0 TOBHOI
3arubeni 1ux KiiTuH. Lo o0cTaBuHy cipuunHsE 3a COO0I0 PO3BUTOK HEIOCTATHOCTI
KICTKOBOMO3KOBOTO KPOBOTBOPEHHS 3 PO3BUTKOM LIHUTONEHII MepudepuyHoi KpOBi.
3pocTaHHS TYXJUHHUX BY3JIB J€30pTaHi3y€e isSUIbHICTh JOBKOJHIIHIX OpPraHiB, a
HAKOMTMYCHHS MMyXJIMHHOI MAaCH TIOCTYTIOBO MPU3BOANTD JI0 KaXeKCii.

Hiarao3 HXJI moBuHEH po3misaaTucs SK BIPOTiTHUN 32 HASSBHOCTI: BiTHOCHOTO
abo abcomotHOro niMponurody B IIK, cuHApoMy BEpxXHBOI MOPOKHUCTOI BEHH,
roOCTpOi KOMIIPECIi COMHHOTO MO3KY, BY3JIOBHX, MTyXJMHONOAIOHUX YpaKeHb LIKIPH,
eKk30(TaabMy, YTPYIHEHHS HOCOBOTO JHMXaHHS, MOTIPIICHHS CIyXy, 301IbIICHHS
s€4YKa, CIUIEHO- 1/ab0 remaromMeranii, €KCyAaTUBHOIO IJIEBPUTY, HEBMOTHBOBAHOTO
aciuty abo HaOpsKYy HI)KHBOI KIHIIIBKH, MMOPYIICHHS 3 OOKY IIEHTpajIbHOI HEPBOBOI
CUCTEMH.

Kiiniuni nposisu ipu AiM(poMi HE MOXKYTh CITY’KUTH MIACTaBOIO JIJIsl BACHOBKY
PO MIpy 3JIOSAKICHOCTI myxjiauHU. lle MmoB'S3aHO 3 THM, IO MYyXJIMHH 3 HE3PLINX
KJIITAH MOXYTh JaBaTH Habararo OUIbIlle BUPaXEHY KJIIHIYHY CHUMIITOMATUKY 1,
HaBMAK{, MYXJIMHMU, M0 CKIAJAIOThCS 13 3pUIMX KIITHH, MOXYTh JaBaTh MEHII
BUpaXEHY KIIHIYHY cUMNOTOMAaTuKy. OCHOBOIO JIlarHO3y € TICTOJIOT1YHA OIliHKA
cyOcTpary myXJuHU, OTpUMaHa MUISIXOM O101Cii

Cmaoii 3axeoprosanHs

Busnauarors craniro HXJI mo mommupeHHI0 ypakeHHX JiM(aTudyHuX BY3JIiB,
HAssBHOCTI CHCTEMHHUX CHMIITOMIB, 1HTOKCHKaIllii, mo Ann - Arbor, B Moaudikaii
Cotswolds (1989). Ilpu ypaxeHHi omHi€el Jokamizamii JdiMGaTHIHUX BY3JTIiB a00
opraHiB (cene3iHka, THUMYC, KuUiblli Banbaeepa) BCTaHOBIIOWTH [ cTajito
3axBOpIOBaHHs. 3O0UIBIICHHS IBOX 1 Oublne rpymn JiMGOBY3JIB MO OIHY CTOPOHY

nmiadparmu - Il cramis. Uu 361abIeHHS 1BOX 1 O1IbIe TPyl JiM(OBY3/IiB a00 OpraHiB
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no pi3Hi croponu npiagparmu - III ctagis. 3 MHOKMHHUM ypa)K€HHSM BHYTPIIIHIX
opratiB noB's3ana [V crais.

Jlesiki  MOCHINHUKH BUAUIAIOTH V CTafil0 XBOpPOOW, KONIU MyXJIHHHUMHU
KJIITHHAMU Bpa)XaeTbCs KICTKOBUU MO30K. L{s cramis Hocuth Haspy "Jlimdoma 3
JeiikeMizaliero".

Kpim Toro, OykBeHHI MO3HAYEHHSI BUKOPUCTOBYIOTh JIJIsl BUALICHHS] CHUMIITOMIB
1HTOKCHKAIIli, MacH MyXJIMHU T10 KJIIHIYHOMY TIepeOiry 3aXBOPIOBAHHS:

A: 0e3 cuCTeMHHMX 1HTOKCUKAIIIMHUX CUMIITOMIB;

B: nuxomanka, mpody3He MOTOBUALIEHHS, TPOTPECyroua BTpaTa MacH Tifa;

X: bulky disease:> 1/3 monepeunoro po3Mmipy cepeaocTinHug abo> 10 cMm B aiameTpi
TiM(pAaTHIHOTO YPaKECHHS,

E: mnopa3ka OIMHOYHOTO EKCTPAHONAJIBHOTO JIOKYCY, 130JhOBaHOrO0 abo Ouns
auMdoBy3a.

Jliacnocmuka

VY O61IBIIOCTI BUIAJKIB J[1arHO3 3JIOSKICHOT HEXOMKKIHCHKOI JTIM(POMH MOXKHA
3aMiO3pUTH Ha TMiACTaBl pPyTHHHOrO Mopdonoriunoro anamzy. II'X wmeroau
JO3BOJISIIOTh Bepu(ikyBaTd giarHo3 JiMGOMH Ha MiJACTaBl MOHOTHIT KIIITHHHUX
€JIEeMEHTIB  JIM(ATUYHOTO  By3Jla, MOHOKJIOHAJbHOCTI abo  abGepaHTHOro
IMyHO(EHOTHUITY KITITHH.

VY 1mma"i JIarHOCTUKW BHUXIJHOIO TOYKOI € BHSBJIECHHS HEMOTHBOBAHOIO
30UIbIIEHHST JIM(ATUYHOTO By3Ja 1 pETeNbHE MAOCIIIKEHHS MOpPQOJIOridHOro
cyOcTpary myxJiauHU. 3aCTOCYBaHHS ITyHKIIIHHOI O10TCIi JOMyCKa€eThCs JIMIIE B
YPreHTHUX cuTyallisix abo y BUNajakax, nio He MiUISTraloTh paJuKalbHIi Teparnii.

[Ticas BcranoBnenns HXJI BepugikyoTh BapiaHT 3aXBOPIOBaHHS. 3 BBEICHHSIM
B TMPAKTUKy MOHOKJIOHAJIbHUX aHTUTLI 3'ABWJIACS MOXJIMBICTH KJacU(DiKyBaTu
TiM(pOITHI  3/0SAKICHI HOBOYTBOPEHHS, BHUXOIAYM 3 IMYHOJIOTIYHOTO (DEHOTUIY
nyxauHHuX KIiTUH ( [I'X). IMyHOIIMTONOTIYHI HOCTIHKEHHST € 000B'I3KOBUMU TIPU
BCTAHOBJICHHI J1arHO3y JiM(pOMHU.

IMyHOpEeHOTUITYBaHHS - METOHA, IO JO3BOJISIE BHU3HAYUTU AHTUTCHU

MOBEPXHEBUX MeMOpaH 1 1uTomiasMu KiiTuH. Tepminom «CI» (kmactep
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U epeHIiIOBaHHS ) MO3HAYAI0Th TPYITy MOHOKJIOHAJIbHUX aHTHUTLI, 1[0 BUSBIISIE OHY
MOJIEKYIly aHTUreHy. 3araibHa KuibkicTe CJ| nepesuiye 160. Hanpukian, y xBopux
3 B-xaiTMHHOIO MPOTIMQOIMTAPHOIO JIEWKEMI€I0 MPOAEMOHCTPOBAaHA BHCOKa
HITBHICTD ekcipecii MemOpanuux antureHiB CJ[19, CJ122 1 imyHOT100YI11HIB, TOA1 5K
npu  B-xmiTUHHIA  XpoHIUHIM JMIMQOigHIA JeikeMli 1HTEHCHUBHICTh €KCIpecii
B-xmituHHMX aHTHreHiB Oyna HHU3bKOIO 3 HeBiamoBimHicTiO mpesentarii CI19 i
CH122. 3pini nimborutu npu B-kniTUHHIN XpoHIYHIN JTiMGOUUTApHIN JelikeMii Oyau
rereporeHHumMHu 3a ekcnpeciero CI5, CI23 1 C/71.

OcHOBHI 3aBIaHHS, SIKI BUPIMIYIOTHCS 32 JOTIOMOTOI0 IMYHOJIOTTYHHUX METO/IIB
npu aiarHoctuii HXJI: BcTaHOBIIEHHS JIIHINHOT HAJIEKHOCT1 HEOITACTUYHUX KIIITUH
(B-miniitai ab6o T- / Ek-miniitai); Bu3HaueHHs cTajili nudepeHiiroBaHHs KITHH TPU
B- a6o T / Ek-xmitmaHUX miMpomMax 3 KIITHH-TIONEPEAHUKIB ab0 3pLIux
(nepueprynux) AiMGOITHUX KIITUH; 1IEHTU(DIKALI HOPMAJbHOTO TKAHWHHOTIO
€KBIBaJICHTA 3JI0AKICHO TpaHCPOpPMOBAHUX KIITHH. bilomoriuni  0coOIMBOCTI
IMyHO(PEHOTUIIOBO pi3HUX JiMpoM (TiporideparuBHa AKTHBHICTh, CXWJIBHICTH [0
aronTo3y, 3IaTHICTh A0 PEUUPKYISLIl, YyTAUBICTh A0 Teparii i T.I.) 0arato B YoMy
3YMOBJIIOIOTh KIIIHIYHUN Tepelir, pe3yibTratd JIIKYBaHHS 1 BIIJAJCHUNW MPOTHO3 Y
XBOPUX Ha JIIM(POMH.

Croroani nobpe BigoMo, 0 AesKi ThIH JiM(OiTHUX HEOoIIa3ii, mpeacTaBIeHi
B knacudikanii BOO3, nos's3ani 31 cnienupiyHUMU PEKYPEHTHUMH XPOMOCOMHUMU
abeparrisimu. Taki abOepailii MarOTh SIBHE larHOCTUYHE 3HAYCHHS, TOMY JIEsKi
3aXBOPIOBAaHHS, HaNpuKiIaa, jJiMdoma 3 KIITUH MaHTii abo mimpoma bepkitra,
MOXYTh OyTH BUJUIEHI B OKpEMI KaTeropii sk XBOpoOH, acoliioBaH1 3 KOHKPETHUMU
MOJICKYJIIPHUMU TTOPYIIICHHSIMHU.

3a ocraHHI MIBTOpa ACCATWIITTS IJIA JIarHOCTUKU JiM@onporidepaTuBHUX
OyXJIUH  BUKOPUCTOBYIOTH  MOJICKYISIPHO-TEHETUYHHM  METOJ  JOCIIKEHHS
nepeOymoBu TeHiB. IlomiOHE MOCHIIKEHHS O03BOJISE JOCTOBIPHO BCTAaHOBUTHU
HAJIEKHICTD My XJIUHHUX KJIITUH bi (o) B-xmitun. st JIIarHOCTHUKH

aimdomnporihepaTuBHUX My XJIUH T-kMITHHHOTO OXO/’KEHHS TaKOX
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BUKOPUCTOBYETbCS JIOCHIIPKEHHSI pPEapaHUPOBKHM TEHIB, IO KOAYIOTh PELENTOPU
T-nim$ouuris.

HeoOxifHiCTP BU3HAUEHHS HOPMAJIBHOTO €KBiBaJieHTa JIM(OIAHUX KIITHH
MOB'SI3aHa 3 TUM, IO XapaKTEPUCTUKA MyXJIUHHOTO POCTY, MPOIEC MPOTrpecyBaHHS,
piBeHb TpomidepaTuBHOI aKTUBHOCTI 1 YyTIMBICTh A0 XiMmioTepamii 6arato B 4oMy
3aJieKaTh Biag  OlOJOTIYHUX OCOONMBOCTEH, JIHIMHOI HaleXHOCTI Ta pPIBHS
nudepeHIIitoBaHHS KIITHH HOBOYTBOPEHHS.

Ha nmpaktumi 3 HEXOMKKIHCBKMX JIM(OM BHIUISAIOTH Ti  PI3HOBUIU
HOBOYTBOpPEHb JIM(DOiTHOT TKAHWHU, SKI 3yCTPIYAIOTHCA HAMOUIBII 4YacTo, a came
BEeIUKOKIITUHHY B-mimpomy (31%), domikymspay nimpomy (22%), XpOHIUHUN
mimponeitko3 (7%). Takox 10 MUPOKO BITOMHUX JTIM(OITHUX MYXJIUH CIiJ BITHECTH
MALT-nimpomy (8%) 1 mimpomy 3 kmiTuH MaHTiiiHOI 30HH (6%). bimsme 90%
HEXOJDKKIHCBKUX JIM(OM MaroTh B-KIITHHHE NOXOMKEHHS 1 OUIBINICTh 3 HHX
IpeICTaBIeHI MyXJIMHAMU 3 epudepruaHuX (3piux) TiMOOiTHUX KITITHH.

[Ticns Bepudikalii niarHo3y MpPOBOJATH Psi AOCHIJKEHb JI1 BCTAHOBJICHHS TPYIU
IPOrHOCTUYHOTO PHU3MKY, IO Ma€ BHUpIIIAJbHE 3HAUEHHS Ui BHOOPY TaKTHKHU
BEJICHHSI XBOPOTO 1 CXEM Tepalrii.

Jlo HHMX BIAHOCATBCS: PEHTICHOJIOTIYHE JOCHIKEHHSI OpraHiB TIpyAHOI
kinituHy; Komm'torepHa Tomorpadis (KT) £ mosutpon-emiciitna Tomorpadist (ITET)
IPyIHOI KIIITHHHU, )KMBOTA 1 Ta3a; TPENaHOOIONCIA KICTKOBOTO MO3KY 3 MOAAJbIIUM
TICTOJIOTIYHUM JOCHiKeHHsIM. [Ipy HEMOXJIMBOCTI MPOBEICHHS OCTaHHIX - B
NEepIIniA Yac yiabTpa3BykoBe nociimkenns (Y3]1) opraniB uepeBHOT OPOKHUHU, TA3y
1 3404€PEBUHHOTO MPOCTOPY.

Ipozrnocmuyni chakmopu puszuxy

Mixknapoaauit nporamoctuunuii iHaekc (MIII) npusnadenuit, nmepiu 3a Bce, A1

arpecuBHux HXJI npencrapienuit B TaOIUI HUXKYE.

HeinTenekryanbHi (hakTopy BUKUBAHHS MITI
Kpurepii 0 6anoB | 1 6an Kareropist pusuky KinbkicTh
OauiB
: [ 60
Bik <60 ner . Huzbkuii (Low) 0; 1
JeT
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JlakTarnerigporina N SN

3a

3araJbHUM CTaTycC 0: 1 934 Husbkuii-npoMi>kaui | 2

(3riguo 3 ECOG) ’ » (Low-intermediate)

Cramist VIl IV BI/I.COKI./II?'I-HPOMi')KHI/II‘/JI 3

(Enn-ApOGop) (High-intermediate)

E 1 :
KCTPAHONAIIBHL <1 > 1 Bucoxkuii (High) 4;5

BOTHHMIIA

Jnsa mamientiBs 3 HXJI y Bimi 60 pokiB 1 OuIbllie dYacTillie BUKOPUCTOBYIOTH
MIII, sikuit BpaxoBye 3 3 5 mporHocTuuHHX (hakTopiB kinacuunoro MIII (3aranbHuii
CTaH, pIiBEHb JAKTaTACTIIPOTeHa3Mu, CTajil0 3axBopioBaHHs). JlomarkoBuMU
MPOTHOCTUYHUMHU (hpaKTOpaMU PHU3UKY KpIM 3a3HAUYCHUX, €. XapakTep 1 KUIbKICTh
IUTOTEHETUYHUX AHOMAaJiH, BMICT [2-MIKpOIIOOyJiHYy B CHpPOBATIl KPOBi, & TaKOX
HAsBHICTb CUCTEMHHUX 1HTOKCHKAIIHHUX B-cuMmnToMiB 1 / a60 BEIHMKUX MyXJIWHHHX
Mmac («bulky disease»). [ls okpemux BuiB JiMdpom € Bugo3mineHni MITI.

Jlikyeanus

Ha cporoguimHiii neHb Teparis JiM(pOM TPYHTYETbCS Ha TOYHIM Bepudikallii
MiJBapiaHTa MyXJIUHHU.

3 mo3wuIi miaxoniB a0 tepamii xBopux 3 HXJI, BifmoBigHO 70 X G10J0T1YHUAX
BiaMiHHOCTeM, Bcl HXJI moainsttoThesi Ha Taki KaTeropii 3a KIHIYHUM Tepedirom:
ynoBiutbHEeH1 abo iHmoneHTHi (indolent), 3 arpecuBHUM Tmiepebirom (aggressive),
BHCOKOArPECUBHI , @ TAKOXK JIOKAJI130BaH1 YIIOBLILHEH1, 30KpeMa, eKCTpaHOodaIbHA.

Ho inoonenmuux nimghom BinHOCAThCS: QonikynsapHa, HXJI maprinaabHOi 30HU
(HomanpHas, CeJIe3¢HOYHAas, Cciau3oBo-acoliioBana MALT-mmdpoma, oxpeMo
MALT-nimpoma mmynka), HXJI 3 wmamux mimdbonurti (mimdorazMonuTapHa
mimpoma, HXJI 30HM MaHTIi).

OcHoBHUM MeTonoM JtiKyBaHHS xBopux 3 I-II cT. gonixynapuoi nimgpomu
(15-20% BumankiB) € mpomMeHeBa Tepamis. XiMioTepamis € Oa3uCHUM METOIO0M
JIKyBaHHS Ha MI3HIX CTAJIIX 3aXBOPIOBAHHSA, & TAKOXK y Pa3i BEIIMKO1 MyXJITMHHOI MacH
Ha Il cT., ypaxeHHI aOAOMiHAJIBHUX JI/BY3JiB MPU HASBHOCTI KJIIHIYHOI KapTUHH

nporpecii  myxJauHH. BukopucTtoBytoTh cxemu nomiximiorepamii  (IIXT) 3a
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nporpamamu COP, CHOP yu FMD, FC. 3acTocoBytoTh IIUTOCTAaTUYHI IpemapaTu:
bnynapabun,  uumkiaodpocdaH,  HAOKCOpPyOIllMH,  BIHKPUCTUH,  IPEAHIZ0JIOH,
MiTOKCaHTpoH. [Jns nocsruenHs noBHux pemicidi IIXT kpame komOiHyBatu 3
putykcumabom (tapreHtHas Tepamiss  anta  CH20 - wmabrtepa). OcranHii
BUKOPHCTOBYETHCS, SIK MIATPUMYIOYa Tepamis B nepion pemicii. [Ipu HeMoxIMBOCTI
MPOBEJICHHS 3a3HAYEHUX CXEM Tepamii MpU3HA4YaloTh JICHKepaH (XJIopamOyIui), siK
MOHOTeparioa0 6-12 Mr/cyT 1-2 THXHI.

[Mlinxomu 1 cXxeMu JIKYBaHHA HOOAIbHOI JIM@DOMU MAPSIHAILHOI  30HU
ananoriyni domikynsapaiit HXJI, Toai sik cenesinkoBa jimMpoma Ienio BiPI3HIAETHCS.
[lepmM eTanoM B JIIKyBaHHI il MpH CIUIEHOMEradii 1 UUTOMNEHIl B nepudepuyHii
KpoBi Oyne cruieHekToMiss abo Tepamisi puTykcumabom. [lpu HeracTpaibHHX
MALT-niMmdpomax Ha MEPIIMX CTAIIAX MEpeBara BiIAAEThCS PErioHapHIN TPOMEHEBIM
Tepamnii Ta Teparii putykcumaoom. IIpu ractpansaux MALT-nimpomax, nepi 3a Bce,
IIPOBOJIATH JOCTIKeHHS Ha iH(pikoBaHicTh Helicobacter pylori 3a momomororo sk
TICTOIIATOJIOTIYHOrO JOCHIDKEHHS, TaK 1 HEIHBa3MBHMX METOHIB, a TaKOX
xpomocoMHOi Tpanciokarii t (11; 18) y pa3t (H.pylori +). IIpoBomuthcs
anturenikodakrtepHa Ttepamis Ha [-II-i1  cramisix 3axBoproBaHHS, perioHajbHA
npomeHeBa Tepamisa (30-33 Ip.), Ha mi3HIX cragisix - JIKyBaHHS 3a CXEMaMH
b OMIKYISIpHUX JTIMQPOM.

HXJI 3 manux nimgpoyumie € 1iM(HOMHUM aHATIOTOM XPOHIYHOI JIIMPOLUTAPHOT
JeKeMii 1 JIKYEThCS 32 IPUHUMIIAMU, BUKJIAICHUMHU Y BIAIOBIIHOMY PO3JILII.

Jlimponnazmoyumapua nimgoma € anaiorom xBopoOu Bampaenctpema 3
BIJITOBITHUM JIIKyBaHHSIM.

HXJI 30nu manmii - 060B'si3koBuM € nposenenHss OIJIC, BpaxoByroun yacte
ypaKeHHsI IUTYHKOBO-KHMIIIKOBOTO TpakTy. Ha Bcix craisx 3aXBOpIOBaHHS MOKa3aHa
O0asucHa Teparlisg aHTpaUuKIIHaMM B KOMOIHalli 3 pUTYKCMMaOOM, perioHajibHa
npoMeHeBa Teparmis. 3acTocoBytoTh cxemu [IXT 3 TuMu x XiMio-Tipemaparamu, K 1
npu  QomikyaspHiii JgiMdomi, B pi3HUX KOMOIHAIIAX, B JACSKUX BHUIAIKaAX 3
JOJJaBaHHSAM €TOTO3uay, OopTe3omily, mekcamerazony, kmanpuoiny (HyperCVAD,

R-EPOCH, VcR-CVAD, VcR-CHOP 1 1n.) .
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Jo aepecusnux HXJI BimHOCsThCA audy3H1 3 Benukux B-xmituH. Ha Bcix
CTaJisX 3aXBOPIOBaHHs 0a30Bo0 Teparnieto 1-i minii € cxema CHOP 3 purykcumabom
(R-CHOP) koxHi 2-3 TxHI + nokoperioHansHe onpoMideHHs (30-36 I'p). ¥V neskux
BUIAJIKAX JIOMYCKAETHCS BUKOPUCTAHHSA 1HIIMX PEXKUMIB JIIKYBaHHS aHTPAIUKIIIH
BmictHUMU Tipenaparamu (CHOEP, EPOCH, ACVBP) B noeHanH1 3 puTyKCUMaOOM.
VY xBopux 3 meanacteHanbHOO HXJI 3 Benmukux B-miMdonuTiB ansTepHATHBOIO CXEMi
R-CHOP B sixocTi 1-it minii € pesxxumu NHL-15 1 MACOP-B.

HasBHicts Benukoi nmyxiuHHOT Macu («bulky disease») € cyrreBumM (hakTopom
HAa KOPHUCTh perioHasibHOi mpomeneBoi Tepamii (30-40 I'p) micns mpoBeAeHHS
MEAMKAMEHTO3HOTO JIIKYBaHHS. Y XBOPHUX 3 BHUCOKUM pu3ukoMm (3rimno MIII, piBHs
B2-mikpornoOysiny, HErepMIHAIILHOTO IMyHO(EHOTHITY, HECHPUSITIMBUX
IIUTOTCHETUYHUX  aHOMajii) TNPHU3HAYalOTh BHCOKOAO30BY KOHCOMiJAIilO0 1
ayTOTPAHCIIAHTAIIMIO KICTKOBOTO MO3KY (3aroTOBJIEHOTO Y XBOPOTO JIO MPOBEICHHS
IHTCGHCHBHOTO JIIKyBaHHsS). AJie TaKWi IMAXIJ JOUUIBHHN y BHIAJKax BiICyTHOCTI
JerikeMizailii. 3aCTOCOBY€ETHCS TAKOXK aJIOTeHHA TPAHCIUIaHTallisl KICTKOBOTO MO3KY.

Jo eucokoazpecusnux nimghom BigHOCATHCA: MiM@oma bepkiTTa, mimpobdracTHi
HXIJI, T-kaiTHHHI.

JlikyBanHst nim¢pomu bepximma mae BKIIOYATH BHUCOKI J03U METOTPEKCATY,
CHIO0MIOMOANTBHY MPOGITAKTUKY HEUpoJeHKeMil 1 CHHAPOMY MyXJIWHHOTO J3HCY
(MpoBOIATH  TiApaTalilo, MPU3HAYAIOTh anonypuHoia). (OCHOBHMMH CXeMaMu
nikyBaHHs € nporokoau BFM-like 1 CODOX-M / IVAC. JlogarkoBUMHU BaplaHTaMH
nikyBanHs € pexumu Hyper-CVAD, a takox R-EPOCH - nis maii€HTiB TOXUIJIOTO
BIKY 3 1CTOTHO KOMOPO1JHICTIO.

JIikyBaHHS ~ Gucoxoacpecugnux Jnimgoonracmuux naimgom 6a3yeTbcsi Ha
MIPOTOKOJIaX, IO 3aCTOCOBYIOTHCS B JIIKYBaHHS TOCTpHUX JIM(OOIACTHUX JIEHKO3IB
(BFM-like, CALGB 1 iH.) 3 00OB'SI3KOBOI0 €HJOJIOMOATBHOIO MPODIITAKTUKOIO
HeHposeiikeMili 1 CHHAPOMY MNYyXJIHHHOTO Ji3ucy (Timparariisi, amomypunoin). [lpu
BUSBIICHHS TpaHciokarliit (9; 22) B cxemy JiKyBaHHS HEOOX1HO BBOJUTH IMaTHHIO).

Ha Bcix cragisx nepugepuunux T-xnimunnux HXJI 6a3oBoro Tepamiero 1-i

JTiHIT € BHUKOpUCTaHHS aHTpauukiid wmictate pexumiB (CHOEP, EPOCH,
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HyperCVAD) koxui 2-3 TuxHI + JokoperioHaigbHe ompomiHeHHs (30-40 Ip). 3
oMy Ha 3HauyHO Tipui pe3yiasratu Tepamii T-kmituHHUX HXJI B mopiBHSHHI 3
aHAJIOT1YHUMU B-KIITUHHUMHY, B OLIBIIOCTI BUIIAIKIB BUIIPABAAHUM € MPAarHEHHS 10
BHCOKOJ/IO30BO1 Teparii 3 ayTOTpaHCIUIaHTaIlMeld KICTKOBOTO MO3KY Bxe B 1-i pemicii
T-xmituaanx HXJI.

Y pasi aunannracmuunoi ALK + T-HXJI 3 eemuxux xaimun B SIKOCTI
MOYaTKOBOTO JIIKYBaHHS BHKOPUCTOBYIOTH OnokoBy BFM-like I[XT 3
npo(UIaKTHKOIO HeMpoerikemil (sik 1 mpu JiM@omi bepkiTra).

Y Bci HaBeleHI CXeMH JIKyBaHHA BXOIATh IIUTOCTAaTU4YHI Tperaparw,
nepepaxoBaHi paHillie, B pI3HUX PEKUMaX 3aCTOCYBaHHS.

Ipubonooionuii  mixos/cunopom Cezapi - HaUOIIBII dYacTi 1HAOJCHTHI
T-xmituaHl  miMdoMU  MIKipH, TpeAcTaBieHi mpodidepamiero T-miMmdoruramu-
xennepamu. JliKyBaHHS dYacTilmieé TPOBOAUTHCS CHUCTEMHOIO HEIUTOCTATHYHOIO
Tepami€r0 B PI3HUX KOMOIHAIISIX B 3aJIEKHOCTI B cTajli mporecy (BUI03MiIHEHI
BIJIMOBITHO /O CTYNEHS YypaX€HHS IIKipW, J / BYy3/diB, BICHEPAJIbHUX OpPraHiB):
iHTepdepon, perunoigu, porodepes, PUVA-tTeparmis, nokanbHe onpoMineHHs. [lpu
BUKOPHUCTAHHI IUTOCTATUYHOI MOHOTEparii 3aCTOCOBYIOTh MeToTpekcat (<100 mr Ha
THWXKJIEHb), JIMOCOMAJbHUM JOKCOPYOIMH, reMuuTadiH, KIaapuOiH, XJIOpamMOyIui,
nukiodocdamiza, eTormo3usm.

Quyinka 8i0nogidi Ha Mmepaniro

OulHIOIOTh €(PEeKTUBHICTh MPOBEACHOI Teparii MICAS 3aKIHYEHHS IOJOBUHU
3aIJTAaHOBAHOTO  JIIKyBaHHSA Ta TMCIi WOTro 3aKiHYeHHS 3 BHUKOPUCTaHHSIM
JIarHOCTUYHUX METOJIB JOCIIJKEHHS, SIKI 3aCTOCOBYBaJMCS 1 10 JiKyBaHHS. [lpu
mig03pl Ha PEHUAMBHUN JIOKYC JTIMGOMH TPOBOAUTHCS HOro Oiomcis abo MOBTOpHE
ckaHyBaHHA B auHamiuil. 3actocyBaHHsi [IET no3Bonsie mominmuTd BUSBICHHS
XBOPUX 3 YACTKOBOIO BIJMOBIAJII0 HAa JIIKYBaHHS 3 BHUCOKUM PHU3UKOM PAHHBOTO
pEIUINBY, TIEPIII 32 BCE MPU arpeCUBHUX JIIM(POMaX.
3araJibHO BHM3HAHOK CHCTEMOIO OI[IHKM BIJMOBIJI Ha JIIKyBaHHS € pPEKOMEHJallii
MmibkHapogHoi pobouoi rpynu (B.D. Cheson et al.) 1999 poky a6o 2007 . (mpu

moxxsiBocTi ITET).
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OuiHka BIAMOBIAI Ha JIIKyBaHHS

(pexomenaailii MixkHapoaAHOI podouoi rpynu 1999 1)

Binnosiab ®dizukaabne | Jlimparuy. Jlim¢pariu. KicTrkoBuii
00cTeKeHHA BY3JIH Mmaca MO30K
[ToBHa (CR) Hopma Hopma Hopma Hopmanbnuii
HEIIOBHA Hopma Hopma Hopma HeBusnauenuii *
(CRu)
Hopwma Hopwma 3MeHIeHHs Ha | HopmanbsHuii abo
>T75% HEBU3HAUYCHUU
YactkoBa (PR) [ Hopma Hopwma Hopwma [TomkomxeHuit
Hopwma 3MeHIeHHsT | 3MEHIIIEHHS Ha | HeOI[IHCHHU I
Ha > 50% >50%
3MeHIIEeHHS 3MeHIIeHHsd | 3MEHIIEHHS HEOL[IHEHHU I
TIEYiHKY / Ha > 50% Ha > 50%
CEJEe31HKU
Peuunnus / 30UTbIIEHHS ITosiBa HOBUX | ITosiBa HOBuX | [loBTOpHE
nporpecis MIEYIHKH / JIOKYyCiB a00 | JIOKYCiB 200 YIIKO/KEHHS

ceJie3iHku abo
[MOSIBa HOBUX
JIOKYCIB

301JIBIIICHHS

301JIBIIICHHS

Ilpumimka: * HeBu3zHaueHUM - KICTKOBHIM MO30K, B SIKOMY BEJIMKAa KUIBKICTb a00 30UIblIEHI B

po3Mipax JiMQOinHI CKYyITUEeHHSs, OHAK 0€3 03HAK aTHUIIIi IIUTOJIOTTYHOI a00 apXITEKTYPHOI.

Hopmansbaumu po3mipamu JiM¢paTHYHUX BY3JIB CIIiJ BBaxatu < 1,5 cMm B

niametpi, ado < 1,0 cM - y BUNaAkKax MOMEPEAHBOrO MOILIKOKEHHS JTIM(OBY3IiB

po3mipamu 1,1 - 1,5 cm B miamerpi. JlimparnyHa maca BHU3HAYAETHCS 32 CYMOIO

HAUOUIBIINX AlaMEeTPiB 6-TU HAWOLIBIIMX JIM(ATUIHUX BY3I1B.

B ocrarouHomy miacyMKy, YCHIIIHE JIIKyBaHHS JIM(OM BHMAarae 3J1aroKeHol

pobotu

0ararpox

(axiBIliB,

3aJly4EeHHS

HAYKOMICTKUX 1

PECYPCHOMICTKHX

TEXHOJOT1H. [ pyHTYIOUMCh HA TOYHOMY MOP(OIOTIYHOMY J1arHo3i, Take JIKyBaHHS

MO>KE€ TIPOJOBKUTH 1 30€PETTH KUTTS XBOPUM.
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JIIM®OT'PAHYJIEMATO3 (s1impoma Xomkkina)
MKbB-10: C81

Jlimpoma XomxkkiHa (Ha3Ba BBEIEHO BCECBITHROIO OpraHi3ali€rd OXOPOHHU
3mopoB's B 2001 p, cuHOHIMEH - dimdorpaHyaeMaro3, XBopoba XOmKKiHA) - IIe
NEPBUHHE OHKOJIOT1YHE 3aXBOPIOBAHHA JIM(GATUYHOI CHUCTEMHU, IPU SKOMY B
AiM(pOiTHOT TKAaHMHU TPH MIKPOCKOIIYHOMY JOCHIIKEHHI HAa T KJIITUHHOTO
nosniMopdizmy 3HAXOIATh aTUIIOBI OararosaepHi KIIITHHA
bepezoncekoro-IlITepubepra-Pina 1 onmHosmepHi kmiTuHH XokkiHa. Hasa 111
KJIITUHA OTPUMAJIM Ha 3rajKy MNpO BYEHHUX, SIKI OpanM ydacTb B iX BIJKPUTTI Ta
BHBYCHHI.

Bnepme 3axBoproBaHHs Oy/no ONHWCAHO aHMIIMCHKUM JikapeM Tomacom
Xomxkkina B 1832 pomi. Bin ommcaB ciMOX XBOpHX, Y SKHX CIOCTEpIiragocs
30UIBIICHHS JIM(pATUYHUX BY3JI1B 1 CEJI€31HKH, 3arajibHe BUCHAXXEHHS 1 3aHENa CHUJl.
VY Bcix Bumajgkax xBopoOa Mana jetainbHui pesynabTar. Yepe3 23 poxu C. Binke
Ha3BaB 1€l CTaH XBOPOOOI XOMKKiHA, BUBYMBIIN ONMHUCAHI XOMKKHHOM BHUITQJIKH 1
nonaBiM 10 HUX 11 BracHMX crioctepekeHb. IlaronoriyHo 30uibIIeH1 JiM(OBY3IH
CTaHOBIATH Jinie 1-2% Macu ypakeHoi TiM(paTHIHOT TKAHUHHU OpraHi3My.

Enioemionozis i emionozis

OcHOBHa TpUYMHA BUHUKHEHHA XBOpPOOM HE 30BCIM sICHa, alie MAesKi
emiIeMIONIOT1UHI JIaHi, TaKl SK: 301T 1O MICITIO 1 Yacy, CIIOpanyHi MHOKWHHI BUAIKU
y HEKPOBHUX POJUYIB, KaXyTh Mpo I1H(DEKIINHY MPUPOAy XBOpPOOHM, a TOYHIIIE
BipycHoi (Bipyc Emmreiina - Bapp). ¥V 1971 p Oyna BusiBieHa 3alekKHICTb MIX
iH(ikoBaHicTIO BipycoMm Emmreitna-bapp 1 wacTtoroto BUHMKHEHHs JiMpomu. [en
BIpYCY BUSIBJISIETHCS MPU cHelianbHuX AociikeHHsX B 20-60% Oionciit. L{ro Teopiro
MIATBEPKYE 1 TEBHUW 3B'S30K XBOPOOW 3 1H(EKIIHHWN MOHOHYKJIEO3. [HImMMu
CIIPUSIOTH (haKTOpaMH MOXKYTh OyTH T€HETUYHa CXUJIBHICTH 1, MOXKJIMBO, XIMIYHI
pedoBuHH. OnHcaHl MOOJUHOKI BUIIAJKHU 3aXBOPIOBAaHHSA JIM(POMOIO B OJHIN pOJIMHI,
OJTHAK JIMIIEe OKpeMi BUMagku (aminbHOI JiMPOMU MOXYTh OyTH OOYMOBIEHI

CITAJIKOBICTIO.
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Ile 3axBOprOBaHHS 3yCTPIYAETHCS TUIBKK Y JIIOAMHHU 1 HayacTiiie Bpaxkae
IPEICTaBHUKIB €BpomneoinHoi pacu. JI'M wyacTto 3ycTpidaerbcs y AiTeH Mi3HBOTO
IiAITKOBOTO Bo3pacta.CyIIecTByeT JiBa MIKH 3aXBOPIOBaHOCTI: Yy Bill 20-29 pokiB 1
crapiie 50 pokiB. I 4onoBikH, 1 KIHKH, 32 BUHATKOM fiTed g0 10 pokiB (dacririe
XBOPIIOTh XJIOMYMKHK) XBOPIIOTH JIM(OrpaHyIeMaro30M OJIHAKOBO 4YacTo, alie
YOJIOBIKH BCE K JICIIIO YacTille, 13 criBBigHomenusam 1,4: 1.

YacToTra BUHMKHEHHS 3aXBOprOBaHHS - mpubauzHo 1/25000 yonoBik / pik, 110
CTAHOBUTH ONM3bKO 1% BiJ MOKa3HMKA JJIs BCIX 3J0SIKICHUX HOBOYTBOPEHb y CBITI 1
npuban3Ho 30% ycix 3710KICHUX JTIMQOM.

B nmanwmit wac tepamisi mimdomu XomkkiHa gocuTh ycmimHa (B 70 - 84%
BUIIAJIKIB BIAETHCA JOCITTU S-piuHOi pemicii). 3a qanumu HarioHaapHOTO IHCTUTYTY
paky CHIA narieHTH, y SKuX MOBHA PEMICIS TPUBAE MOHAA 5 POKIB MICHIS 3aKIHUCHHS
JIKyBaHHSI, MOXYTh BBaXXaTHCS OCTATOYHO BIWIIKyBaHUMH. KilbKICTh pElUIUBIB
KOJIUBA€ThCS B Mexax 30 - 35%.

Knacudikauis

Y Mixunaponniii  mopdororiunoi  kimacudikamii  gimdpom  (BceecBitHs
oprasizamiss oxopoHu 370poB'a, 2001 1) Mo IMyHO-MOP(OJOTIUHUX XaPAKTEPUCTHK
BUJIIJICHO 4 TICTOJNIOTTYHHUX BapiaHTy kiacuuHoi siMpomu Xomxkina (JIX):

1. baratuit nimgpouuramu (5 - 15% Bunaakis).

2. Honynsipuuii (By3myBaTtuit) ckiiepo3 (10 50%).
3. 3mimano-kinituaHuM (35 - 40%).

4. Jlimbpoinue BucHaxeHHs (5 - 10%).

BusBnenns rirantcekux kimituH Pig - bepesoBcekoro - IlltepuGepra i ix
OJTHOSIIEPHUX TIOTIEPEIHUKIB KIIITHH XOKKIHA B 010mTaTi € 00OB'I3KOBUN KpUTEPIH
niarHo3y JII. Ha aymky Oaratbox aBTOpIB, TUIBKM Il KIITHHU € MyXJUHHUMU. Bci
1HII KITITHHU 1 P16po3 € BimoOpakeHHSIM IMyHHOI peakilii opraHizMy Ha IyXJIUHHUN
picT. ['onoBHumu kiituHamu JliMdorpanynemaro3Has TKaHUHH, SIK PABUIIO, OYIyTh
npi6ui, 3pimi T-mimponutu denotruny CD2, CD3, CD4>CD8, CD5 3 pi3zHOIO
KUIbKICTIO B-miM@oruTie. B Tiil un 1HIIIA Mipi NMPUCYTHI TICTIONUTH, €03UHODIIH,

HEUTpOoPLIH, TITa3MaTUUHI KIITHHH 1 (p10p03, B 3aJI€KHOCTI B1JI TICTOJIOTTYHOTO THITY.
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Jlimgpoeicmioyumapnuii éapianm (6aratuit mimponuramu). YacTime XBOpitOTh
YOJIOBIKM MOJIOAIIe 35 pOKIB, BUSIBISETHCA B PAHHIX CTAIIAX 1 Ma€ XOPOILIUN
nporuos. [lepeBaxkarotp 3pini aimdonury, knituau Pia-bepesoscekoro-1ltepubepra
piakicHi. BapiaHT HU3BKOO 3JIOSKICHOCTI.

Bapiaum 3 nooynapnum cknepozom - Haiiduibll yacta popma. 3ycTpidyaerbes
3a3BUYail 'y MOJOJUX JKIHOK, PO3TAIIOBYETHCA YaCTO B JIIM(pATHUYHUX By3Jax
CEpEeNOCTIHHS 1 Ma€ XOPOIIUH MPOrHO3. XapaKTepu3yeTbest PiOpO3HUMHU TXKAMM, SIKi
OUISATh  JIM(OiTHY TKAaHMHY Ha «BY3/1M». Mae Bl TOJOBHI pUCH: KIITUHU
Pin-bepesoscbkoro-1lItepubepra i akyHapHi KiiTuHA. JIakyHapHI KIIITHHH BEJIUKI 32
po3MipoM, MarTh 0Oe3nmiu simep abo ojHe OararoyionareBe sIpo, LUTOIIA3Ma ix
IIMPOKa, CBITJIa, IIHUCTA.

3miwmanoknimunHuti 6apianm - HAWMOUIBII YAacTHH BapiaHT B KpaiHax, IO
PO3BUBAIOTHCA, Yy JMiTeH, JiTHIX o0ci0. Yacrtime XBOPIOTh YOJOBIKH, KIIHIYHO
BiamoBigae II-III cramii XxBOpoOM 3 THMOBOIO 3arajlbHOK CHMIITOMATHKOIO 1
CXWJIBHICTIO JI0 TeHepaiizalli mpouecy. MIKpocKoIiyHa KapTHHA BIAPIZHAETHCS
BeMKUM momiMopdizmMom 3 Oesmiuuro kimituH Ping-bepesoBcekoro-1lITeprbepra,
JiM(OIUTIB, MJIa3MOLMTIB, €031uHOP1IiB, PiOpoOIaCTIB.

Bapiant 3 npuodywenuam nimgoionoi mxanunu - HavipiakicHimui., KiiHigHO
BinnoBigae IV crazaii xBopobu. Haituacrime 3ycTpidaerbes y JiTHIX XBopuX. [ToBHA
BIJICYTHICTb JTiM(pOIUTIB B Oiormrari, NIEPEBAKAIOTH KJIITUHU
Pin-bepesoscbkoro-Lltepubepra y Bumisal miactiB abo ¢GiOpo3Hi Tkl abo ix
HO€THAHHS.

Oxpemo BuiIeHA HEBEIHKA TIpyla XBOPHUX, IO MAaE CXOXKY 3 KIACHYHOIO
aiMpoMoro XomKKiHa MOPQOJIOTIUHY XapaKTEPUCTHKY, aje 1HIIy iMyHomoriuHy. L{s
dbopma xBopoOU oTpuMasia Ha3By HOAYJISIpHA 3 JIM(OITHUM NepeBakaHHAM JTiMpoma
XomxkkiHa.E€ BUAUISIIOTE OKpeMO 4Yepe3 OCOOMMBOCTI KJIIHIYHOTO mepeodiry
(YmoBiTbHEHE, TepCcUCTUpYIOIIee); Il MOp(OJIOTIYHOI KapTUHU  JIMQOBYy3Ja
XapaKTepHa HasBHICTb J1arHOCTUYHUX BEJIMKHUX JIAKYHAPHUX 1 KIITUH XODKKIHA Ha
T TepeBakaHHS  JTIM(MOITHUX  €IEMEHTIB, TOMAl K KJIACH4YHI  KIITHHU

Pin-Illtepubepra 3ycTpidyaroThesi BKpail piako; imyHodenotunoBux denorun (CD20
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+, CD79a +, CD15-, CD30-) icrotHO Biapi3Hs€ThCs Bia kiacuuyHoi dopmu JIIM 1
BUMarae OKpeMHX ITiIX0/IB B JIIKyBaHHI.

[Mpu xmacuunit ¢opmi JII' CDI1S, inentudikoBaHuii SIK MOHOKJIOHATBHHUX
aututin Leu M1 1 BigHOCUTBCA 10 Lewis X KpoB'SHOMY aHTHTEHY, (DYHKITIOHYE SIK
aJAre3uBHUN PELIENTOP, BUSBISIETHCS MPU BCIX MIATUIIB JiMGPOTpaHyIeMaTo3y, KpiM
mimporictionurapaoro Bapianty. Autured CD30 (Ki-1) 3'sBisieTbest y BCIX KITITHHAX
Pin-bepesoBchkoro-11ITepubepra.

Kaninixa

Kminiyna kaptuaa nimdomu XOKKiHA JOCUTh pi3HOMaHITHA. [HOmI
3aXBOPIOBAHHSI TIOYMHAETHCS 3 TIOSIBU CUCTEMHMX 1HTOKcuKaiisx (B) cumnromis -
nporpecyroue 3HWKEHHS Macd Tila 3 TOCWJIEHHSM 3arajibHoi  CJaOKoOCTi,
HEBMOTHBOBAaHA JIMXOMaHKa, YacTille y APYTii MOJIOBUHI JAHS, KA MA€ MEepIOAUIHUN
XapakTep 1 CHOHTaHHE 3HUKHEHHS, IPOJIMBHI IOTH, YaCTillIe BHOY1 HIYHHI CBEPOIK.

[HOA1 TMOYATOK XBOPOOW XapaKTEPU3YETHCS 3OUIBIIEHHSAM SKOI-HEOyIh OMHIET
rpynu abo omHoOro diM(aTUYHOrO By3Jda IMMHHO-HANKIIOUYMYHIN, MaxBOBik abo
MaxoBil oOMacTel, MUIbHUX, 0€300IICHUX, SIKOI TOCTIHHO 30UTBIITY€ETHCS B pO3Mipax,
1HO/I1 YaCTKOBO PErpeCcCUPYIONINX, 1HOI XapaKTepHe 30UIbIICHHS JTIM(pOBY3/IiB MOXKE
BIJIOYBaTHUCS Yepe3 KIJIbKA MICSI[IB MICHS iX CTAOUTBHOTO CTaHy.

Krniniuauii mepebir 3axBOPIOBaHHS 3aJICKUTH BiJ JIOKai3arii MEpBUHHOTO
BOTHMILA, CTYNEHs 3allydeHHs B MPOLIEC MPWIEHIIUX OpraHiB 1 Mop(}OIOriyHOro
BaplaHTy 3axBoproBaHHs. IIpu TpuBasiomy aHamHe31 JIM(paTHYHI BY3JIH MOXKYTh
JOCSITaTy BEIMYE3HUX PO3MIPIB, 3JIMBATUCA B KOHITIoMepaTH. [Ipu nibomy, Ha BiIMIHY
BiJl 1H(QEKIIHHUX 3aXBOPIOBaHb, 30UIbLIEHI JiMpaTU4HI By3JIu 0€300JICHI, iXHI
PO3MIpH HE 3MEHIITYIOTHCS 3 YaCOM 1 TIPH JIIKYBaHHI aHTHO10THKAMH.

[Ipu ypaxenHi miMpaTHIYHUX BY3JIIB CEPEAOCTIHHA MOXE BiJI3HAYATHUCS
3aJUIIKa, Kallelb, OAYTIICTh 0COOM, CHHIPOM BEPXHBOI MOPOKHHUCTOI BeHU. HacTo
npu JII' € 1301p0BaHe IHTpATOpaKaIbHUX 30UTBIIEHHS JTIM(PATHYHUX MAaC, TIEPEBAKHO
NEPEeIHbOr0 CepeloCTiHHA. BOoHU, sK 1 KOHIIIOMepaTu nepudepuyHux JiMQOBY3IIiB,
HEPIJKO JOCATAIOTh PO3MIPIiB MAaCUBHOTO MyXJIMHHOTO ypaxkeHHs («bulky disease»),

nocsiraroud  giameTpy 1/3  momepedHoro po3Mmipy TpyAaHoi KIiTHHU. [lepmum

247



CUMIITOMOM 3aXBOPIOBaHHS MOXe OyTH YTPYIHEHHS JUXaHHS a00 Kallesb BHACHIIOK
TUCKY Ha JIeTeH1 1 OpOHXH 301JIbILIEHUX JIIM(PATUUHUX BY3JIB.

[Tpu nmoxamizariii mporecy B 3a04EPEBUHHUX 1 ME3EHTEPIaAbHUX JTIM(PaTUIHIX
By3JlaX MOXYTh BiJI3HA4YaTU O17b B KUBOTI, HAOPSKU HUXKHIX KIHIIIBOK, MTOPYIICHHS
TpaBIICHHS.

[Topa3ka cene3iHKM Ha paHHIX CTaJisAX 3aXBOPIOBaHHS dacTime 06e3

CIJICHOMET a1, ajie BOHA XapaKTepHa JJis mi3Hix crajii JII.
B mnoomuHokux Bumaakax JgiMpoma XOKKIHA TIOYMHAETHCS 3 130JIbOBAHOTO
YpaKEHHSI TapaaopTalbHUX (3a0UEPEBUHHUX, PO3TAIIOBAHUX Y3I0BXK XpeoOTa)
TiM(paTHYHUX BY3JIB. XBOPHM CKapKUThC Ha 0oyl B 00dacTi MOmepexy, Lo
BUHUKAIOTh TOJIOBHUM YHHOM BHOUI.

Y 5 - 10% xBopux mimpoma XOMKKiHA MMOYUHAETHCS TOCTPO 3 JMXOMAHKH,
HIYHMX TIOTIB, IIBHUJKOTO CXyJHEHHs. 3a3BHUYaili B LUX BUIMAJKaX HE3HAUYHE
30UThIIEHHST  JTIMGATUYHUX  BY3JIB  3'SBISETHCS  TI3HINIE,  3aXBOPIOBAHHS
CYHPOBOKYETHCS PAaHHBO1 JICHKOTIEHIEIO 1 aHEMIEIO (HETOKPIB'SIM).

Haii6inpm yacto kpiM JimaTHuHuUX By3miB JiMpoma XOMKKiHA Bpaxkae
JIETEHEeBY TKAaHUHY. Y JIETKMX MOXIMBHM SIK 1H(UIBTpaTUBHUI 3pOCTaHHS 3
TiM(paTUYHUX BY3JIB CEPEIOCTIHHS, TaK 1 PO3BUTOK OKPEMHUX BOTHUIL a00 IU(Py3HHUX
1H(MTBTpaTiB, 1HOI 3 PO3MAIOM 1 YTBOPEHHSIM MOPOKHUH. [lopasku Jerkux MOXyTh
HE CYIMPOBOKYBATHCS BUPAKECHUMH KIIHIYHUMHU CHUMIITOMaMH. J[OCHTH 4acTo mpu
aiMpomi XOIKKiHA BUSBISETHCSA CKYITYEHHS P1IMHU B IUIEBPAJIbHUX MOPOKHUHAX.

Sk mpaBmIio, 11€ 03HAKA CTIEIM(PIYHOTO YPAKEHHS TJIEBPH, 1HOA1 BUAUMOTO MPU
PEHTICHOJIOTTYHOMY JOCHipKeHHl. [Ipy 1boMy B IUIEBpaJIbHIN PiJIMHI BUSBISIOTHCS
AiMGoinHI 1 peTUKYISIpHI KIITHHH, a TakoX KiIiTuHU bepesoBcbkoro-lltepubepra.
VYpaxeHHs TUIEBpH 3yCTpidaeThcsi 3a3Buuaii y xBopux JII' 31 30uIbIIEHHMMEU
TM(AaTUYHUMU BY3JIaMU CEPEOCTIHHA a00 3 BOTHUIIAMHU B JIETEHEBOI TKAaHUHHU.
[lyxnuaa B JimMpaTHYHUX By3JIaX CEPEIOCTIHHS MOXE MPOPOCTATH B MEPUKAPI,
M10OKap/i, CTpaBOXiJ, TPaxero.

KicTkn mrogvHy - HACTUILKM K 4acTa, SIK 1 JereHeBa TKaHWHA, JIOKaIi3allis

(pentrenosnoriyno npubau3Ho y 20% XBOpUX) MpH BCiX TICTOJOTIYHUX BaplaHTaXx.
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Haiiuactimme BpaxkaroTbcsi xpeOlil, MOTIM TpyAuHa, KICTKW Ta3y, peOpa, piame -
TpyOuacTi KICTKM. 3aJyyeHHs JO TMpoOIlecy KICTOK BHUABIAETbCS OOJISAMH,
PEHTICHOJIOTIYHA JIarHOCTHKA 3a3BUYail 3ami3HIOETHCSI. B TOOAMHOKMX BHMaaKax
ypaKeHHS KICTKHA MOXKE CTaTH MEePIIUM BUJMMUM 03HAKOIO JiMpomu XOIKKiHA.

[leuinka 3a3BuMYail 30UIBIIYETHCA B PO3MIpAax IMO3JHOI3 Yepe3 BEIUKI
KOMIICHCAaTOPHUX MOMKJIMBOCTEH, IIiJBUINYETHCS AaKTUBHICTh JYXHOI (docdarasu,
3HIDKYETHCS anbOyMiH cUpOBaTKU KpoBi. I1ITyHKOBO-KUIIKOBHI TpPaKT, sIK MPaBUIIO,
CTpaXKIa€ BAPYTe Y 3B'A3KY 13 37AaBIECHHSAM a00 MPOPOCTAHHSAM IMyXJIMHU 3 YPaKECHHUX
mimpatundHuX By3miB. OJHAK, B OKPEMHUX BUIAJKAX 3yCTPIYAETHCS YPAKEHHS ITUTYHKA
1 ToHkoi kuimiku. [lporec 3a3Buyail 3ayinae MiACAU30BUN IIAp, BHUPA3KU HE
YTBOPIOETHCSL.

[HOM1 3ycTpivaroThbesl ypakeHHsI IIEHTPaJbHOI HEPBOBOI CHUCTEMH, T'OJIOBHUM
YMHOM CIIMHHOTO MO3Ky. BOHM 1OKami3yloTbcs B MO3KOBUX OOOJOHKAaxX 1 Jal0Th
Cepilo3H1 HEBPOJIOTIYHI PO3Iaau aX 70 MOBHOTO mapamiuy. /[yxe yacto OyBaroTh pu
aiMmpomi XoKKIHA PI3HOMAHITHI 3MIHM LIKIPU: pacuecH, ajepridyHi MpOsBH, pijiie
OyBaroTh crneuudiuHi ypakeHHs IKipu nyxiauHoio. JliMpoma XomkkiHa MoxKe
BpakaTl HUPKH, MOJIOUHY 3aJI03Y, S€YHUKH, BUIOYKOBOI 3271031, IUTOBUAHY 3aJI03Y,
M'SIK1 TKAaHUHHU.

Jluxomanka mpu smimdomi XomKkiHa pizHOMaHiTHa. JlocuTh dacto
3yCTPIYAIOThCS IIOJIEHHI KOPOTKOYACHI miaiioMu ¢edpuiibHOI0 Temieparypu. Bonu
NOYMHAKOTBCS 3 03HOOY, 3aKIHUYIOThCA PSICHUM IIOTOM, ajleé 3a3BH4Yaidl JIETKO
HNEPEHOCAThCS XBOpUM. JIMXOMaHKa Ha MEpUIMX MOpax KyIHipyeTbCSIIHAOMETAIIMHOM
HII3II. binbmia 4u MeHIIAa MITIMBICTh BIA3HAYAETHCS Maibke yciMa XBOPHUMH.
[IponuBHI HIYHI MOTH, HIO0 MPUMYIIYIOTh MIHSATH OUIM3HY, 4acTO CYHMpPOBOIKYIOThH
NepioId JINXOMAHKHU 1 BKa3yIOTh Ha BAXKKUU MepeOir 3axBoproBaHHs. YacTo ogHUM 13
CHUMITOMIB 3aXBOPIOBAHHS € CXY/IHEHHSI.

CaepOix mikipu OyBae mpubau3Ho y 25-35% xBopux Ha diMpomy XOmKKiHA 1
yacTinle B Hiunmii wac. Moro BupasHicTh myKe pi3HA: Bifl MOMiIpHOTO CBEpGiHHS B

oOmactsax 30UIbLICHUX JTIM(GAaTHUYHUX BY3JiB JI0 MOIIMPEHOTO JEPMATHUTY 3 pacdecam
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1o BChOMY TuUTy. Takuii cBepODK qyke OONICHUMU ISl XBOPOTO, MO30aBIIs€e HOTO CHY,
arieTUTY, TPU3BOIUTH JI0 MICUXIYHUX PO3TIa/IiB.

Crneuungiuyaux g aiMmboMu 3MiH B KIIHIYHOMY aHami3l KpoOBI HE ICHye. Y
OUTHIIOCTI XBOpUX Ha JiM¢poMmy XO/KKiHA BI3HAYAETHCS TMOMIPHUM JIEUKOIIUTO3,
3HayHEe 30UIbIICHHS IIBUAKOCTI OCIJAaHHSA epuTpouuTiB. Ha mi3HIX eTamaxB KpOBI
CIIOCTEPITa€ThCS 3HIKEHHSI KIJTBKOCT1 JIIM(OIHTIB 1 301IbIICHHS] €03MHO]LITIB.

CneundiyHe ypakeHHs KICTKOBOTO MO3KY MOXKE 3YMOBUTH 3HIKEHHS
KUIBKOCTI JICHKOIIUTIB 1 TPOMOOIIUTIB, aHEM1I0 200 3AJIUIIAEThCAOE3CUMIITOMHUM.

Jliaenocmuxa

Hiarmo3 JII'M  BCTAHOBIIOETBCA BHUKJIIOYHO IIJi Yac TICTOJIOTIYHOTO
TOCHIDKEHHST JIM(aTUdHUX BY3/TiB, OTPUMAHMX B PE3ylbTarTi omeparlii, 3BaHOI
Olomciero ypakeHHX JiM(ATUYHUX By3/I1B 200 MyXJIUHH. BiH BBaXKA€ThCS JJOBEACHUM
TUIBKM B TOMY BHUMAJKY, SKIIO MiJ 4Yac TICTOJIOTIYHOrO JociikeHHsa (nuB. doto
MiKpompemnapary  J/By3na) 3HaijeHi crneuudiuni  OaraTosepHi  KIITHHU
Pin-Illtepubepra (cunoHimMu - kiiTuHa bepe3oBcbkoro-Llltepubepra) 1 KIITUHU
Xomxkkina. L{uTonoriuHoro mociikeHHs (MyHKLIA MOyXJUHU a0o JiMQpaTuIHOTro
By3J1a) HEJJOCTATHBO JUIsl YCTAHOBKH J11arHO3Y.

KiiHiuHe cTafiloBaHHS MyXJIMHU Oa3y€eThCs Ha KIIHIYHMX JAHUX, a TaKOXK Ha
pesyibraTax HaCTYITHUX 00CTEXEeHb Malli€HTa:

1. biomncis niM@arnyHoro By3ia.

2. 3arajipHHIA aHaJ13 KPOBI1 3 aKLIEHTOM Ha PIBEHb IIBHUJIKICTh OCIAaHHS €PUTPOLUTIB.
3. BioxiMmiuHui anHani3 KpoBi (MpoTeiHOrpaMma OUIKIB KPOBI 3 aKIIEHTOM Ha BMICT
anbOyMiHY, PIBHI JIAKTaTJAET1APOTreHas! 1 JIykHoi (hocdarasu cupoBaTKu, KPEaTUHIHY
1 CEUOBUHH KpPOBI).

4. Pentrenorpadis JiereHp - 000B'SI3KOBO B IIPSAMIM 1 O14HIM MPOEKITIIX

5. Komn'torepua Tomorpadist (KT) = no3urpon-emiciitna Tomorpadis (IIET) rpynnoi
KJIITKH, )KHBOTA 1 Ta3a.

6. [Ipm HEMOXIIMBOCTI BHKOHAHHS TO M. 5 - yABTPa3ByKOBE JOCTIIKEHHS THX K€

JIOKAJIi3ariii.
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7. TpemanoOioriciss KiyOOBOi KICTKHM 3 TICTOJOTIYHHMM JIOCIIJPKEHHSIM KICTKOBOTO
MO3Ky (He € 000B'si3koBUM B 1A 1 11A cramifax, oCKUIbKM HMOBIPHICTh HOTO BKpai
HU3bKA, a Tak camo B 1Y cTanii, Tak SK HE BIUIMBAE HA MOXKIIUBICTh MEPETTISAY CTaIli
IIPoIIECy).

8. ExoKI" 3 BuzHaueHHsM (pakiiii BUKUIY (B pa3i HEeMOAIMBOCTI npoBeaeHHs ExoKT
ciia 3pooutu EKT).

v CKJIQJTHUX BUIIAIKaX HEoOX11HO UMMYHO(EHOTUITUPOBAHUE:
IMYHOTICTOXIMIYHE JOCHIIPKeHHs1 OiomciiiHoro marepiany 3 Bu3HadeHHsM CD3,
CD15, CD20, CD30, CD45 npu xaacuunux eapiaumax JII'M 1 CD3, CD15, CD20,
CD21, CD30, CD57 - ipu HORYJISIPHOMY BapiaHTi IUMPOUOHO20 NepeBadtCAHHSL.

Kpim BumeBukiageHoro po3pizHaoTh kKiiHiyHy (CS) 1 maromoriuny (PS)
cramii. KimiHigyHa cTajis BCTaHOBIIOETHCS B pe3yibTaTi JOKIAAHOTO KIIIHIYHOTO
obctexxeHHs 1 Oiorcii giMpoBysna (adbo TkanuHu). [laTonoriuna crajis Mae Ha yBasi
MopdosoriyHe MiATBEP/KEHHS KOXKHOI JIOKai3allii ypaXeHHs, BCTAaHOBIICHOI B
pe3yNbTaTi 3aCTOCYBAaHHS XIpypriuHUX MPOLEayp: O10ICis KICTKOBOTO MO3KY, O101Cis
NEY1HKH, JTaapoTOMIis 3 CIICHEKTOMISI.

JudepenmianbHy  a1arHOCTUKY  JiMGOrpaHyliemMaro3dy  MNpPOBOASATh 3
mimpanenity 1 miMmdaneHonaris pizHoi erionorii. bakTtepianbHi JiMdaaeHITH
BUHUKAIOTh Y BIAMOBIIb Ha 1HQEKIII 1 MOXYTh CIOCTEPIraTUCs TPH PI3HHUX
3axBoproBaHHsX, Takux sk CHIJI, TyOepkynbo3 1 iH. [IpoTo3oiini nimpanenitu (npu
TOKCOILJIa3MO31) 1 TpUOKOB1 (IPH AKTMHOMHKO3€) 3yCTPIHAIOTHCS BIJHOCHO PIJIKO.
MoxnuBa BipycHa mpupoja JimMbaaeHITiB MpH 1HPEKIIMHOMY MOHOHYKJIE031, TPHIIL,
KpacHyxu. JlimdaneHiT Moxke OyTH JOKaJIbHUM, YacTilie B 00JacTi BOPIT 1HDEKIii
(mpu rpumi, aHridi), ab0 TeHepai30BaHuUM (TIPU CETICHCH).

INcTomoriuna cTpykTypa maiM(paTUYHOTO By3/la IPH PEAKTUBHUX JiMdaaeHiTax
30epirae HOpMaJibHi €JIEMEHTH JIM(PaTUUHOTO By3JIa.

Cucmema cmaoirosanns simepom Ann-Arbor

3aJie’KHO B1J] CTYIEHS MOMIMPEHOCTI 3aXBOPIOBAHHS BUAUIAIOTH 4 craii JII'M:
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I cramis - myxiauHa 3HAXOAMTHCSA B JTIM(ATUYHUX By3/1axX OJiHI€l 0OmacTi abo B
OJTHOMY OpraHi 3a MeXaMu JIIM(PaTUYHUX BY3J1B, TAKUX K CeJie31HKa, TUMYC, KUIbLIE
Banbgeepa (IE).

IT cramist - ypaxenHs jgiM(aTuaHUX By3/iB B ABOX 1 OLbIe 001aCTAX MO OAHY
CTOpOHY niadparmMu abo oprany 1 JiMmpaTHYHUX BY3JIIB MO OJHY CTOPOHY Aiadparmu
(IIE). TIpm mpoMmy cepenocTiHHSA 1 JIIM(OBY3JIH BOPIT BBAXKAIOTHCS OKPEMHUMHU
jokycaMu). KibKiCTh JIOKYCIB ypakeHHs 1HAEKCyeThes (Hanpukian - I1,).

I cramis - ypaxkeHHs JIM(pATHYHUX BY3JIiB abd0 opraHiB 1mno oOujaBa OOKHU
niadparmu, sike MOXKE TaKOXK CynpoBOKyBaTHcs ypaxeHHsM cenesinku (IIIS). [pu
NO€IHAHHI YpaXXeHHS JiM(aTHYHUX BY3/MIB IO OOHMABI CTOpOHU JiadparMu 3
JIOKQJTI30BaHUM YPaXKCHHSIM 1032 JIIM(PATHIHOTO OpraHy abo JUISTHKA BU3HAYAETHCS
cramis IIIE, a sxmo Ha 701aTOK 10 IILOTO BpaXkeHa IIe i cenesinka - To cramis IIISE.
Cramiro III takox momursttore Ha II(1) 1 HI(2). V nmepmoMy Bunaaxky myXJIMHHHMA
IpoIIeC JOKAII30BaHUH Y BEpXHIN YaCTHHI YePEBHOI MOPOKHUHU (BOPOTA CENIE31HKH,
NEYiHKHU, MOpTajibHI abo yepeBH1 J/By3iH), a npu ctadii III(2) BiH Takox Bpaxae
aiMdaTuyH1 By3JM, PO3TAIIOBaHI B Ta3y 1 B3IOBXK aopTu (MapaaopTaibHi, KIyOOBI 1
OpM)KOBUX BY3JIH).

IV cranis - 3axBOpIOBaHHS MOIIMPIOETHCS KpIM JIM(ATUYHUX BY3JIIB Ha
BHYTPIIIHI OpPraHu: MEYiHKY, HUPKHU, KHUIIKY, KICTKOBHM MO30K 1 1H. 3 iX mudy3Hum
YpaXCHHSIM.

Kpim Toro, B Ha3By cranii JII'M Bxitouarots OykBH, 5K 1 mpu HXJT.

PetiuauBu miipo3aiifiOTECS HA paHHI (1[0 BUHUKIM NPOTATOM mepmux 12
MICALIIB MiCJIs 3aKIHYEHHS JIIKyBaHHA) 1 Mi3H1 (BUHUKIIM OUTbII, HIX yepe3 12 micsiiB
micis 3aKiHYeHHs JIiKyBaHHs). Takuil MO Mae BeNWKE 3HAYEHHS MpH BUOOPI
IHTEHCUBHOCTI JIIKyBaHHS PELUIUBY 1 BU3HAYCHHI ITPOTHO3Y.

IPOTHO3

Jlns  BuOOpYy TaKTUKHM JIIKYBaHHS XBOpuX Ha JiMpomy XOIKKiHA
BUKOPUCTOBYETHCS TpyTa MPOTHOCTHYHUX (DAKTOPIB.

JIo HecHpuSTIMBUX NPOTHOCTHYHMM  (QakTopiB mnpu 1-11  cramisx

3aXBOPIOBAHHS BIJIHOCSTH: HAsSBHICTh MACHUBHMX, OUIbIIE 5 cM B JlaMeTpi
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miM(paTHYHUX BY3JiB, SKI 3JMBAlOTBCA B KOHINIOMEPATH; PO3IMIMPEHHS TiHI
CepeNOCTIHHS Ha peHTreHorpamMax 301UIbIIIEHUMHU JIM(paTUIHUMU By3JIaMH OTbII HIXK
Ha TPETUHY JllaMeTpa rpyaHOi KIITUHU B Halmupmomy ii Micii abo JOKycH Oinblie
10 cM; MacuBHE YypaKEHHsI CeJIe31HKHM;, TMOpa3Ky 4YOTUPhOX abo Ouiblle 30H
TiM(paTUYHUX BY3J11B; IPUCKOPEHHS MIBUAKOCTI OCIAaHHS epuTpouuTiB> 50 MM / rox
npu cranii A; [lo-cuMntomMu; HasIBHICTH IBOX 1 OUIbIIIE €KCTPAHOIATLHUX JIOKYCIB.

Jos 1I-1V craniit nogaTkoBUMHU HECHPUATIUBUMU (pakTopamu €: BiK 45 POKIB 1
cTaple; 4oJioBiua cTarh; remMomnio0in meHue 105 r/m; nedikonuros 15,0 I/ 1 Bue;
mimporuromnenis menmie 0,6 I'/n1 abo menme 8%; piBeHb anpbOyMiHy KpoBi MeHIie 40
I/1; eKCTpaHOJaJibHa MOpa3Ky B MeXax, SKl OXOIUTIOIThH cuMmBosioM E, BapiaHTH
3MINIAHOKJIITUHHAMN 1 TiM(}OiTHE BUCHAKEHHS.

HasBHicTh omHOro abo NEKUIBKOX 3 IMepepaxoBaHUX BHINE O3HAK CIIYXHUTh
iCTaBOIO /ISl BIIHECEHHSI XBOPOTO JI0 TPYMNH 3 HECHPUATIMBUM IMPOrHO30M. Perira
XBOPHUX, TaK caMo siK BCl xBopi 3 | maronoriunoi cramieto JIX, BITHOCATHCS 10 TPYIH
31 CIIPUATIUBUAM TIPOTHO30M.

Haii6inpm 4acTO BHUKOPUCTOBYIOTHCS IOHAiMEHIIEe 3 CHCTEMHU KIIHIYHHX
MPOTHOCTUYHHUX (PAKTOPIB, 3alIPOINIOHOBAHUX HANWOUIBII BEJIMKUMU KOOTIEPOBAHUMHU
rpynamu: EORTC (European Organization for the Research and Treatment of
Cancer), GHSG (German Hodgkin's lymphoma Study Group) i NCIC / ECOG
(National Cancer Institute of Canada i1 Eastern Cooperative Oncology Group),
IpEeJICTaBIEHI B TaOJINIIl HUXKYE.

HPOTHOCTH | £y RTC GHSG NCIC/ECOG
Ha Tpyma
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CrpustmuBuii-SS I-11 | Pannssa- CS I-1I 6e3 Husbkoro pusuky -CS 1A

0e3 (pakTopiB pU3UKY. | (PAKTOPOB PHCKA.

CIIpUATIINBA

Hecnpustusa - CS
I-1I cramii 3

HPOMBRHA g ' D (1 i 6inbime).

[Tommupena-IIl 1 IV
cramii.

HCCIIPHUATIINB
a

[Ipomixkna -CS I -1
A 3 dakrtopamu
dakropamu puszuky A, pusuky A, B, C,D 1
IIBcr 3
dbakTopamu pu3NKy
B, C.
Hecnpustnuga - CS
IIB cramisg 3
dbakTopamu pu3NKy
A, D, a raxox III 1
IV cranii.
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3 YPKEHHSM OJHOTO
aim¢ariy. By3ia,
TICTOJIOITYHO TUILKH
auMdonaHoe
nepeBakaHHs abo
HOAYJISIPHUN CKJIIEPO3,
po3Mmipu J1 / By3ia He
OupIIe 3 cM 1
JoKani3alis y BEpXHii
TPETUHI NI, INBUJIKICTh
OCIJITaHHSI €PUTPOIIUTIB
Menie 50 MM / TOf, BIK
menie 50 pokis.

Uu ne cnenudikoana CS
I -II cramii,

110 HE BXOAATH B TPYIH
HHU3BKOTO 1 BUCOKOTO
PHU3BHKY.

Bucokoro pusuky - CS 11
II cramii 3 MacuBHUM
YpaKEHHSIM
cepenocTinHag abo
nepupepudHux Jimdar.
BY3J1iB 200
UHTpaabJOMUHAIbHON
nopasky, a Takox III 1 IV
crajii.



A. MacuBHe A. MacuBHe A. Bik > 40 pokiB
YpaXEHHS YpaxXeHHs B. ricronoriunuii BapiaHT
cepenocTinug > 1/3 cepenocTiHHs > 1/3 |cMelaHHOKIeTOYHUM a0

JiaMeTpa rpyaHoi niaMeTrpa rpyaHoi | JiMQOiIHEeBUCHAKEHHS.
KJIITKH a00 > 7,5 cM Ha KiTku ad6o > 7,5 cMm | C. MIBUIKICTH OCIIAaHHSA
KT. Ha KT. epuTpoIuTiB > 50 MM /
B. Ypaxenus B. Ypaxenus roja
JiMbaTUIHUX BY3TiB> | TiM(paTHIHUX D. YpaxeHHns

. 4 obnacren. By3JiB > 3 obnacti | miM(aTruyHUX By3JiB > 4

ATOPH HIBUJKICTD C. mBUAKICTD oOnacreil.

PU3UKY : -
OCiaHHs OCiTaHHA
epuTpouuTiz> 50 epUTPOLUTIB > 50

MM.4ac Mpu cTajii A1 MM/ Tog npu craaii

MIBUAKICTh OCIMaHHA | A 1 IIBUAKICTD

eputporuTiB > 30 MM / ocimaHHS

roj npu crtazii B eputrpouuTie> 30

D. Bik > 50 pokiB. MM / TOA TipH CT. B.
D. excrpanoganbHa
nopasky (ctamuisa E)

[MpumiTka: CS - KTiHIYHA CTadIs

Jlixysanmsi

Hesanexuno Big Mmopdororiunoro Bapianty 1 ctasii JIX kiHiieBa MeTa Teparii -
mikyBaHHs. [Ipu [-1I-i1 cTanisx 3aXxBOprOBaHHS WMOBIPHICTh HOrO JAYy»K€ BHCOKa, aje 1
IIPHU JAJIEKO 3aUIIUIH CTaisAX 3aJICKUTh BiJ aJ€KBAaTHOTO JIIKYBaHHSI.

[Ipu cramisx IA 1 IIA nikyBaHHS MOXe MPOBOJUTHUCS METOAAMHU MPOMEHEBOI
Tepamii + ximiorepamis.B Bumaaky cramiii IIB 1 IIIA 3acTocoByioTh MeTOaH
IIPOMEHEBOI Teparnii abo ximioteparrii.Ilpi mommpeHnx cramisx 3axBoproBaHHs (CTasli
[IIB-1V) npoBomuthcs 6 - 8 IUKIIB CTaHAApTHOI Ximiorepanii 1 Oonee. Ilpi
HecripusimBoMy tiepediry JIIT edekTuBHUM METOIOM JIIKyBaHHSI € BHCOKOJI030BOT
ximMioTeparlis 3 ayTOJOTTYHOI TPAHCIUIAHTAIIEI0 KICTKOBOT'O MO3KY.

JlokanpHe ypaXeHHS KIJTbKOX TPy JTiM(aTHIHUX BY3JiB JiM(POMOI0 XOMIKKIHA

MOKHAa BWIIKYBaTH 13 3aCTOCYBaHHAM TIPOMEHEBOi Tepamii (OIMpPOMIHEHHS).
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KomObinyBanHs momiximMioTepariii 3 MPOMEHEBOIO TEPAMi€I0 J03BOJISIOTh BHIIIKYBATU
NalieHTIB 1 pu renepanizoBanomy mpoteci (III-1V craaii 3axBoproBanHs).

[IpomeHneBy Tepamiio y BUIVISAI PEHTTEHOTEpAIlii MOoYald 3aCTOCOBYBATH MPHU
aimpomi XomxkkiHa me B 1902 pori. JIX crama ogHMM 3 MEPHIMX OHKOJIOTTUYHUX
3aXBOPIOBaHb, MpHU SKOMY Oyja TMOKa3aHa MOMJIUBICTH JIIKYBaHHSI BEJIUKOI T'PYIH
xBopux. Skmro Ha movarky 40-X pokiB 5 pokiB nepexuBaio juiie 5% xpopux 3 JIX,
TO MPU BUKOPUCTAHHI CyYaCHHMX IMPOrpam JIKyBaHHS ABAALSTUPIUHA O€3pelaAUBHOL
BIKMBAHICTh CTAaHOBUTH 60%, a B Ipymi XBOPUX 3 JOKAIbHUMU CTaAisiMu gocsrae 80
- 90%.

PanukanpHa mpomMeHeBa Tepamis TpUBaJWK dYac Oyla OCHOBHMM METOJOM
mikyBanHs [-II1 cramiit mimbomu XomkkiHa, ane B JaHUN Yac 1MeW METOH JIKyBaHHS
YCHIIIHO BUKOPHUCTOBYETHCSI B TPYIl XBOPUX 3 JIOKAJBHUMHU CTaIisIMU 1 JIyKe
copusTIMBUM TnporHo3oM. lle HeBenmuka rpyma xBopux 3 IA-II A cragismuy,
nepeBakHo xkiHku Mozoxame 40 pokiB, 0e3 dakropiB pusuky. [loBHI pemicii mpu
BUKOPUCTAaHHI paJuKalbHOI MPOMEHEBOI Tepamii 1HAYyKYyIThcs y 93 - 95% 1ux
XBOpHUX, S-piuHe Oe3peuuanBHOi npotsirom aocsrae 80 - 82%, a 15-piuna 3aranbHa
BIKMBAHICTh - 93-98%.

[Ipu 3acToCyBaHHI TUIBKM LIMKJIOBOI MOJIXIMIOTEpaIii y XBOPUX 3 OyIb-sSKOIO
crazgieto JII' mikyBaHHS CIIiJT IPOBOJUTH A0 TOCATHEHHS MOBHOI pPeMicii, Micas 4oro
HEOOX1THO TPOBECTH, SK MIHIMYM, JBa KOHCOMIAYHOUMX (3aKPIIUIIOIOTH) IHKITY.
[loBHa peMmicisd y XBOPHX 31 COPHUSTIUMBUM 1 HPOMIXKHUM MPOTHO30M HICHs 3 IIUKJIIIB
noJnximioreparii Jocsraerbcss He Ounbie HK y 50% XBopux, a y XBOpHUX 3
NOIIMPEHUMHU CTAISIMU 3aXBOPIOBaHHS 1€l pyODXK gonaerbes micis 6 LMKIIB
noJiximMioTeparii, TOMy HEOOXIAHHMI MiHIMYM BCi€l IPOrpaMu JiKyBaHHS CTaHOBUTh
He MEHIIIE 6 IMKIIIB, ajle MOKE JociaraTv 1 12 IUKIIIB.

IIpn BUKOpUCTaHHI TUIBKM MOJIXiMiOTepamii MOBHI PeMICIi JOCATaloThCA y
70-85% xBopux, a 20-piuyHa O6e3peUANBHOI BI>KUBAHICTh CTaHOBUTH 60%. OnHaK y
40% xBOpUX BHUHMKAOTh peuuauBu. Ha BiIMiHYy BIiJ NpoOMEHEBOI Teparii, e
PEIUINBY YaCTINIE BHHHUKAIOTh B HOBUX 30HAX, MICHS MOMIXiMioTeparnii penuInBh

yacrTiiie BiI[3HaLIaIOTLC5I B ITOYATKOBHUX 30HAX YPAXXCHHA.
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[loennanHss B ofHIA Tporpami JIKyBaHHS TMOJiXiMioTeparii 3 MpPOMEHEBOIO
Teparmi€ero He TUIbKY MOMIMIIWIO 3aralbHy BUKUBaHICTh XBopux JII'M, a i1 1o3Boauio
B 3 - 4 pa3u CKOpOTUTH yucio peuuansis (10 10 - 12%).

[Tpu I-1I crapisx xBopoOu XokKiHA, 32 BIACYTHOCTI cMMNTOMIB B JTikyBaHHS,

K TpPaBWJIO, BKJIIOYa€e TUIbKH ornpoMiHeHHs B 1031 30 rp. IlpomeneBa Ttepamis
NPOBOAMTHCS  CHCMiIbHUMHU  anaparamu.  ONpOMIHIOIOTBCS  TMEBHI  TpyIu
miMparnaaux By3diB. Jliss ONpPOMIHEHHsT Ha 1HIII OpraHd HEUTpali3yeThCsa 3a
JOTIOMOT'O0 CIIELIAIbHUX 3aXUCHUX CBUHUEBUX (LIBTPIB.
Jlnst XimioTeparnii B JaHUW 4yac BUKOPUCTOBYIOTHCS pi3HI cxeMu, 30kpema BEACOPP
(GeominMH, €TONMO3u/I, TOKCOPYOIIUH (apuaMHInH), IuKiIo(ochamia, BIHKPUCTUH
(oHKOBIH), TIpOKap0Oa3in, nmpeaHizonoH) 1 oro Bapiamii BEACOPP-esc (BEACOPP 3
eCKaJIAIl€l0 7103 PSAAYy KOMIIOHEHTIB y TOPIBHSHHI 31 CTaHJAAPTHOK CXEMOI) 1
BEACOPP-14 (BEACOPP 3i ckopodeHHSIM MIXKJI030BOTrO 1HTEpBady A0 14 nHIB).
BuxopucToBytoThCS TakoK Oubin crapi cxemu - nporokon Stanford IV, Stanford V,
cxemu COPP, ABVD (noxcopy06iruH, O1eomiliuH, BIHOJACTHH, Jakap0a3iH) IUKIaMU
no 28 naHIB mpoTiaroMm, sk MiHiMyM, 6 wicamiB. Hemomikom cxemu MOPP
(MmexyopeTaMiH, BiHKpucTHH (Oncovin), mpokapOa3id, MPeaHI30JI0H) € OUIbII YacTe
PO3BUTOK JIEHKO3Y B BiAJalieHOMY MailOyTHboMY (uepe3 5-10 pokiB) B MOpPIBHSHHI 31
cxemoto COPP. Cxema ChIVPP (xmopamOyrun, BiHOMAcTUH, mMpoKapOasiH,
MIPEIHIZ0JIOH).

Haii01npm nepcrneKTUBHUM 1 €(DeKTUBHUM METOAOM JIIKYBAHHS € KOMOIHOBaHa
XIMIO-TIpOMEHEBA Tepamisi, ska J03BoJisie oTpumaru TpuBadi, 10 - 20-piuHi pemicii
outbw HIX Y 90% XBOpHUX, 10 PIBHOLIHHO OBHOTO BUJIIKOBYBaHHSI.

Sk mpaBmiio, OUIBLIICTH XBOPUX 3 XBOpoOO XOPKKiHA MOYMHAIOTH MEPIINA Kypc
JIKyBaHHS B CTallloHapi, a TMOTIM, 3a YyMOBH TapHOi NEPEHOCHMOCTI JIKIB,
POIOBXYIOTH OTPUMYBATH JIIKyBaHHS B aMOyJIaTOPHUX YMOBAX.

[Tpu xnacuunux Bapiantax JII'M nanieHTam 3 HU3bKUM PU3UKOM MIPOBOJISTH 2 -

4 muxkny ABVD 3 nopaneimum onpomineHHsaM (30 I'p) Bcix nepudepuyHux JOKyCIB

(aepes 3 Twxkni micas [1XT).

257



[TamienTaM 3 TPOMDKHUM PHU3UKOM MpoBOAATh 4-6 nukiaiB ABVD, a6o 6-8
nukiiB BEACOPP-II, abo 3 muxny (12 twxkHiB) pexumy Stanford-V, 3 mopanbuimm
onpomineHHsM (36 I'p) nepudepuunux nokyciB> 5 cm ab6o nozutuBHux Ha [IET (40
I'p ) (uepes 3 Twxkni micis [1XT).

[TamieHTaM 3 BHCOKMM PHU3HKOM MpOBOAATH 6-8 nukiie ABVD, B iHImIoMy sik
IpU MPOMIKHOMY PpU3HK. KUTBKICTh IUKIIIB 3aJI€KUTh BiJl Yacy JOCATHEHHS MOBHO1
peMicii.

Jlo cxem Tepanii 2-i1 minii (mpu peruauBax) BinHocsaThes ESHAP, DHAP,
Dexa-BEAM, GDP, ICE 1 in. (Etiono3in, MeTWINpPEIHi30N0H, IUTapadiH,
nuciiatuny, gekcamertason, BCNU, wmendanan, remuurtadid, udochamus,
KapOOoIIaTyH 1 iH.) .

[IXT cynpoBOmKy€eTbCsl MPU3HAUEHHSAM KOJIOHUECTUMYIUPYIOIIETO 3pOCTaHHS
HEUTpoUIIB B KICTKOBOMY MO3Ky (pakropa - [-KCD wuepe3 pusHMK TIKKOI
HenTpornenii (JIenorpactim, giarpactiM, nerdiarpactim).

[Ipu HecnpusTIMBOMY Mepediry JiMdorpaHnyiemMaroly €(peKTUBHUM METOIOM
JIKyBaHHS € BHCOKOJO30BOi XiMiOTepamiss 3 ayTOJIOTIYHOI TPaHCIUIAHTALIEI0
KICTKOBOTO MO3KY.

JlikyBaHHSI HOIYJSIPHOTO BapiaHTy 3 JIMQPOIAHUM NepeBakaHHsaM 1-2 crtafii -
«OYIKyBaHHS 1 crocTepexeHHs» ( «waiting & watchingy); XipypridHe JiKyBaHHS;
npomeneBa tepanisa. [Ipu IIA-IVA cragii: komOiHOBaHHast (XiMiO-, MPOMEHEBA)
tepanis; pitykcimal. [Ipu [IIB-IVBcTazii: komOiHOBaHA (XIMiO-IPOMEHEBA) TEpamis;
ximioTepariisg + piTykciMao.

OuiHka BIAMOBI1 HA JIIKYBaHHS IPOBOJIUTHCS 32 TUMH KpuTepisimu, 1o 1 HXJI.

AJITOPUTM OCHOBHHUX KPUTEPIIB JiarHOCTUKH PH
JiMmdonposidgepaTiBHUX 3aXBOPIOBAHHAX KPOBOTBOPHOI CHCTEMH

BIK xapakrep |3011b | mepudepuun | momarkoBi | HaitGinbm
mimbaneH |IIeHH |a KpoB O3HaKHU iH(hOpMaTHB
3aXBOpIOBa omarii s HI METOT!
HHA cesesl 1arHOCTHUKU
HKH
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XpoHiyHa mtHIA | HaryacTim | Yacro | Crifikuid Iadexmii, JocmimkeHH
nimpornura e aOCONMIOTHUH | ayTOIMYHHI | S KICTKOBOTO
pHa reHepanizo TM(OUUTO3 | LUTONEHII | MO3KY,
nekemis BaHUU MapKepu
CH5
JIX Moo | 3anexuts | Moxn | Hecnenudiu | nuxomanka | I'ictomoriaa
Iuii, | BixmcTtamii | UBO B | HI: HIYHI IOTH | €
CpenHl1 I | weditpodins | Koxuuit JOCIIIJIKEHH
171 cTaaii | Hui 3y1 a JIY
JICUKOIIUTO3,
aiMdoneHis
3nosikicHi | Bynp-s1 | 3anexuts | Moxn | Hecnerugiu | Jluxomanka | [ictomoriun
TiM¢pomMu KWK | Bigcragii | ¥BO B | HI - aHEMIs, |, e
I1I TPOMOOILIUTO | ayTOMMYHH | JIOCIIJIPKEHH
CTaAll | meHis, HeUTp | ue a1 JIY
o 1IEHUM LUTONICHUH
JEHKOLUTO3. |, O3HAKH
KoMmpecii
XBOpoOa [Toxun | Haituacti | Yacto | AGcomtotu | IlIkipHa JlocmiixeHH
Banbaencr Ui | me H, nypmoypa, s KICTKOBOTO
pemMa reHepatizo BIJIHOCHUH | CEUOBUM MO3KY,
BaHUU JUM(GOIUTO3 | CHHAPOM BUSIBJICHHS
auMdonuT MaKporiooy
03 JiHa
IMyHOTIIO0Y
JiH M.
T'octpa Moo | manuactim | Yacto | AHeMmis, Indexmii, JocnimkeHn
mimdobraac | ouk | e TPOMOOIIMTO | BUPA3KOBO | sI KICTKOBOTO
THUN reHepaizo NeH1s, HEKPOTHUYH | MO3KY
JerKeMis BaHUU OmacTHi Wi mporiec,
KIIITUHA reMopariut
1505
CHUHIPOM

OcHOBHI pexkoMeHAanil 3 BeleHHsI XBOPUX JuM(paeHonaTHen

» BusBieHHs 101aTKOBUX O3HAK P MIEPBUHHOMY OTJISIZII XBOPHUX.
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* OOoB'sI3KOBE JOCHIKEHHSI TNepudepudHoi KpoBl TPH MEPBUHHOMY 3BEPHEHHI

XBOPOTO.

 JIiarHOCTHUYHUH MOUIYK 3 YpaXyBaHHAM BHUSBICHUX JOJAaTKOBUX O3HAK.

* CrnocTepeXeHHs 332 XBOPUMH MPOTIroM 2-4 THKHIB IIPU «TOCTPOMY» 301IbIIEHH]

JIV.

* [Ipu3HavyeHHs1 aHTUOIOTHKIB TUIBKH y BUIIAJIKaX JOBEJEHO1 OaKTepialbHOT 1H(EKIII].

* HenouiibHICTh TpU3HAYEHHS TIFOKOKOPTUKOIIIB MPU HESICHUX JTiM(aIeHOIIaTIs.

CuryaniitHni miaxia 1o xsopux 3 jJgimdaaeHonaris

CUTYyaIlis

TaKTHUKa BCACHHA

HasiBHICTH paHillle J1arHOCTOBAHOTO
3aXBOPIOBAHHS, AKUH TPOSBISAETHCS

aiMpaaeHonaTiero

JlikyBaHHSI OCHOBHOT'O 3aXBOPIOBaHHS,

TuHaMiKa TuMdaTeHOaTHH

HasiBHicTh 04eBUIHOIO 1HGEKITIT, 1110

JlikyBaHHs 1H(]eK1i, TMHAMIKA

JTI03BOJISAE TOSICHUTHA HasABHICTD muMbaaeHOaTuN
miMmpaneHonarii

HasaicTs JIY Benukux po3mipiB i biomncis JIY
IIUILHOT KOHCUCTEHIIII, 110 JO3BOISIOTH

MPUITYCKAaTH MyXJIMHHUHN TTPOIIeC

CusnibHa cTypOOBaHICTh XBOPOTO MPO biomncis JIY

MOJIUBICTD 3JI0SKICHOCTI 1
HEMOJKJTUBICTD ITEPEKOHATH HOTO B

bOMY

BiacytHicTs 3MiH B nepudepuaHoi

KpOBi

CrocrepexeHHs pOTAToM 2-4 THXKHIB

BiacyTHicTh perpecy npu 30UIbIIEHH1

po3mipis JIY

biomcis JIY

Otxe, anropuT™m [ii Jikaps NOpU BUSABICHHI 30UIbIIEHUX JIMQOBY3IIB Y
MaIieHTa 3a BIJCYTHOCTI OyAb-KUX IHIIMX KIIHIYHUX MPOSBIB, NMPU HOPMAaJbHIN
TeMIeparypi Tijia, BIICYTHOCTI CUMIITOMIB 1HTOKCHKAIIIT - TMHAMIYHE CIIOCTEPEIKEHHS

npotrsiroM 2-4 TwkHiB. [Ipy HasBHOCTI B KJIIHIYHOMY aHali3l KpOBI JIEHKOLIMTO3,
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NAJTUYKU-SACPHOTO 3CYBY IPU3HAYAETHCS EMIIIPUYHA aHTHOAKTepialibHa Teparis.
ko nmpoTsaroM 1bOro yacy 30epiratoTbesi KonmuuHi po3mipu JIY abo TpuBae ix
3pOCTaHHs, MAI[lEHT HANpaBislETbCA Ha Xipypriune BupaneHHs JIY 3 HacTynmHuUM
TICTOJIOTIYHUM 1 ITUTOJIOTTYHUM JOCHIIHKEHHSIM O101Tary, IPUYOMY BHOMPAETHCS HE
caMUi JOCTynHUHM, a HaWOUIBIIMKA 3a pO3MIPOM, LIUIBHUN JiMGPOBY30J], BIH
BUJIAJISIETHCS. PA30M 3 KallCyJI010. 3aCTOCOBYBAJIOCS paHille MyHKIiiHa O101Cis 3apa3
HE MPOBOAMUTHCS Yepe3 BEIUKY KUIbKICTh XMOHOMO3UTUBHUX 1 MOMHJIKOBO HETaTUBHI
pe3yibTaTH.

Opnak, He3BaXalO4W Ha BCl CydyacHI METOAM JOCTIKEHHS, y Oararbox
BUIAJIKAX MPUYMHY 30UIbIIEHUX JIIM(POBY3JIB TaK 1 HE BJAETHCA BCTAHOBUTH. Taka

HEYTOUYHEHI JiM(pameHonaris B OUIBIIOCTI BUMTAIKIB TPOXOIUTH CIIOHTAHHO.

3.3. KoHTpOJIbHI NUTAHHS, TECTH BUXI[ITHOI0 PiBHS 3HAHb, KJIIHIYHI 3aBI1aHHA

KouTpoabHi nuTanHs

1. [lpuunnam nimMdaaeHonaTii.

2. OcHOBHI 3aXBOPIOBaHHS 3 JTiM(aCHOMATIEIO.

3. Onpoc nartienTa 3 JiMdaaeHOnaTi€ero.

4. OcMoTp naiieHTa 3 JimMpaIeHONaTIEO.

5. Xapaktep niMdoOBY3IiB (CUMETPUYHICTh, OOJIOYICTh, PYXJIMBICTb, JOKAIi3aIlis)
nopu  3i0sKicHUX — JiMpaneHonaris  (JiMdocapkoma, — MeTacTazu  paky,
AimMdorpaHynieMaros).

6. XapakTep 100posKicHUX JiMpaaeHonaTi.

7. OcoOeHHoOCTI jaiM(aaeHonarii Mpu CUCTEMHUX 3aXBOPIOBAHHAX CIHOJIYYHOI
TKaHHUHHU.

8. JlimdpaneHomnarii npu 1HPEKIIAX.

9. Ilpi sKuX 3aXBOPIOBAHHSAX YPaXalOTbCS TMEPEBAXKHO OPOHXOMYIbMOHAIBHI

JiMQoBy3H?
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10. OcHOBHI METO/IM JIIaTHOCTHUKY JiMpaaeHonaTiii.

TecTn BUXiZHOIO PiBHA 3HAHD
1. JlimdpaTudai By3/14 IPU XPOHIYHOMY JTUMQPOITUTAPHOM JICHKO3I:
A. 36inb11eHi, TBepAi, 6€300I1CHI
B. 36inbiieni, TBepai, pi3ko O0I04i
C. 30uIBlIIEH], TECTOBAaTOMKOHCHUCTEHIIIT, 0€3001CHI

J. M'six1, XBopoOIMBI

2. Knacudikauist 3a BcecBiTHBOI opratizaiiii OXOpOHH 310pOB's TIMGOITHUX TyXIUH
0a3yeThCs Ha aHaJI31 TaHUX:

A. MopdosoriyHux, MUTOXIMIYHUX, KITHIYHUX

B. iuTOIOr19HOTO, TICTOJOTIYHUX 1 KITHIYHAX

C. Ilepudepuunoi kpoBi

J1. iIMyHO(EHOTHUTIOBHX, IIUTOTCHETUYHUX, T1CTOIOTTYHUX

3. KniniyH1 03HaKW IHTOKCHKAITIT mpu JiM¢pomi XOIKKIHA:

A. B11b B )XUBOTI

B. 3HmkeHHs Macu Tina, HiYHI IOTH

C. Hiunwmit npody3nuit mit, muxomanka Buie 38 rp C He MeHie 3 110, 3HMKEHHS
macu Ti1a Ha 10% 3a ocraHH1 IIBPOKY

J. CnabkicTh, CynomMu, CBEpOIXK MIKIPU

4. BioxiMiuHI 0O3HAaKH 1HTOKCHKAIT1 Tipu JiMpomi X0omKKiHaA BCI TepepaxoBaHi, KPiM:
A. 3HMKEHHS MBUAKOCTI OCIJTAHHS €PUTPOLIUTIB

B. 36inb1ienns BMicTy Ou1KoBHX (pakiii anbda 1-1 anbga2-mmolysiHiB

C. 36inbieHHs BMicTy O1UIKOBUX (pakiiiii 6eTa- 1 raMMa-T100yTiHIB

J1. 3611bIIeHHS KITBKOCT1 (1I0pUHOTEHY

5. JlimpaTuaHi By3/14 TIPH 3aI1ajieHHI:
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A. 301inp1Ieni, M'saki, 6e3001CcHI
B. 36inb11eHi, TBepAl, pi3Ko OOI0Ui
C. 30iabl1I€H], TECTOBAaTOMKOHCUCTEHIII1, 0€300iCHI

J1. M'siki, XBOpOOJIUBI, PYXJIUBI

6. Jlimbaruuni By3nu mpH 1HGEKIIITHOMY MOHOHYKJIC031

A. 301nbI11eH] TAIIEIeHI, TBePi, 6e300I1CH1

B. 306inb1ieH1 miamenenHi, TBEpAl, pi3ko 000Ul

C. 30inbI1eH] 32 THHOMITHI, TECTOBAaTOMKOHCUCTEHIII1, XBOPOOJIHBI

J1. M'siki, XBopoOJIUB1, IEPEAHBOIIHITHI

7. Jns sxoro 3aXBOPIOBaHHsS XapakTepHl 301IbIIEHI ACHMETPHUYHI, y BHIJISIII
KOHIJIOMEPATIB II1IbHI IIUITHI JTIM(POBY3JIH 3 KA3€03HUM PO3Ia0M?

A. [HdekIiitHII MOHOHYKJIE03.

B. CHIA.

C. TyGepkynbo3.

. Jlimbocapkoma.

8. JlimbaTuaHi By37I1 TIPH 3TOSKICHUX 3aXBOPIOBAHHSIX
A. M'siki, 6e300I1iCHI, CHMETPHUYHI

B. Tepai, pi3ko 001041, aCUMETPUYHI

C. TBepnai, MaIOpyXJuBi, 0€300J11CHI

J. M'siki, XBOpoOIUBI, PyXJIHBI

9.Jlimdariueckie By3au Ipu JOOPOSIKICHUX 3aXBOPIOBAHHSX
A. IToMipHOiI 1IIIBHOCTI, 6€30011CHI, CHMETPHUYHI

B. Tepai, pizko 001091, aCHMETPHUYHI

C. TBepnai, MaJIOpyXJIuBi, 0€300J11CHI

J1. M'siki, XxBopoOIHBi, pyXJIHBi

263



10. JlimdaTtuuHi By371u peaKTUBHOT IPUPOIU MTPU CUCTEMHUX 3aXBOPIOBAHHSIX
A. TBepai, pi3ko 00041, ACUMETPUYHI1

B. M'siki, 9yTinBi npu manbnaiii, CAMETpUYHI

C. TBepnai, MaJIOpyXJuBi, 0€300J11CHI

. M'sixi, XBOpoOIMBI1, CHMETPUYHI

IIpasunvhi sionosioi: 1-C,2 1,3 C,4A,51,6C,7C,8-3,9 A, 10 B.
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