I'emouausi: 4T0 3T0 32 00JI€3Hb M YTO O HEH HY’KHO 3HATH?

I'emogunun — 510 HaAcNENCTBEHHOE 3a00JjieBaHME, CBS3aHHOE C Je(EeKTOM IUIa3MEHHBIX (DAKTOPOB
CBEPTBIBAHUS, XapaKTEpU3YIOIeeCs HapyLIEHUEM CBEPTHIBAEMOCTU KpOBU. M3BecTHa naHHas marosiorus ¢
NpeBHUX BpeMeH: eme Bo Il Beke 10 Hamield Spbl ONUCHIBAJINCH CIy4aW THOETH MAalBYMKOB OT
HEMPEKPAIIAIoIerocsl KPOBOTEUCHHUS, BOSHUKAIOIIETO TIOCIIE MPOIEeyphl 00pe3anus. TepMUH «reMoQUIHsh
Obl1 TmpemokeH B 1828 rogy W MPOWCXOAUT OT TPEUYECKUX CIOB «haima» — KpoBb WU «philiay —
CKIIOHHOCTb, TO €CTh, CKJIOHHOCTh K KPOBOTCUCHUSIM).

dnuaeMHO0JI0THYECKE JaHHbIe: KTO 00JieeT reMo(uineil 1 HaCKOJIbKO OHA

pacnpocTpaHeHa

JlanHoe 3aboneBaHue BcTpedaeTcs ¢ yactotoi 1 cimyuait Ha 50000 HOBOpOXKIEHHBIX, IPUYEM TeMOPUITUS
A nuar"ocrupyertcs vame: 1 ciydait Oone3nu Ha 10000 yenoBek, a remopunus B — pexe: 1:30000-50000
xuTene Myxckoro mnona. Hacnenyercs remoduiaus MO peleCCUBHOMY TPU3HAKY, CBSI3aHHOMY C
X-xpomocomoii. B 70% cnydaeB remodmiaHMs XapaKTepH3YyeTCS TSDKEJIBIM TEYSHHEM, HEYKIOHHO
IPOTpPeCCUPYET U MPUBOIUT K paHHEeH nHBannAu3anuu 6onsHOro. Camblil H3BECTHBIN OONBHOM reModuineit
B Poccunm — 1o necapeBuu Anekcei, colH Anekcanapsl ®enoposusl u naps Hukonas II. Kak m3BectHO,
3a0os1eBaHUE JOCTANIOCh CEMbE POCCUHCKOTO MMIeparopa oT 0alyIlIKH ero >keHbl, koposieBbl Bukropun. Ha
IIpUMepe 3TOI CeMbH YacTO U3Yy4aloT Nepeady Heayra 1o reHeajsoruueckoi JTMHUM.

CaepThIBaOIIas CHCTEMa KPOBH, (PAKTOPHI CBEPTHIBAHUSA KPOBU: OCHOBBI

¢usuosoruu

CBepThIBaHHE KPOBH — 3TO COBOKYIHOCTH CIIOKHBIX OMOXMMHUYECKHUX MPOIECCOB M PEAKLUH, LEIbIO
KOTOPBIX SBJISIETCS OCTAaHOBKA KPOBOTEUEHUS B CiIydae MOBPEXKACHUS CTEHKU cocyda. [ 1aBHas poiib B 3TOM
npoliecce MPUHAMIEKUT TaK Ha3bIBAeMbIM (pakTOpam CBEpTHIBAHUS KPOBU.

YcoBHO Bech MPOLIecC CBEPTHIBAHUS KPOBH MOYKHO Pa3/IeNIUTh Ha 3 CTaJNU:

Ilepsuunwiii 2emocmas. Ilpencrapnsier coO0i NEPBUYHBIN CMa3M COCYIOB M 3aKyNOPKY MOBPEXKICHHUS B
COCYJIMCTOM CTEHKE CIUMIIUMHUCA JIPYr C ApyroM TpoMmOomuTamMu. Y 370pPOBOTO 4YeloBeKa 3Ta CTaaus
MPOJIOJDKACTCS] 3 MUHYTBHI, ITOCJIE Yer0 HAaUMHACTCS CIICAYIOIIAs.

Koacynayuonnstit zemocmas (co6cTBeHHO, CBepThIBaHHE KpoBH). CIOXKHBIN mporiecc 0Opa3oBaHUsS B
KpoBU HUTeW ¢ubOpuHa: Oenka, oOpaszyrouiero TpoMObl. PerynupyeTcst JaHHBIM NMpOLEcC IIa3MEHHBIMHU U
TpOMOOLIUTApHBIMU (PAKTOpPAMM CBEPTHIBAHUS KPOBU M 3aBEPIIAETCA IUIOTHOM 3aKyNOPKON MOBPEXKICHUS B
CTeHKEe cocyna cryctkoMm ¢uOpuHa. Bpems oOpa3oBanust (UOPHMHOBOTO CryCTKa Yy 3A0POBOTO YEJIOBEKa
paBHO 10 MuHyTaMm.

@uopunonus. llocae BOCCTAHOBICHUS CTPYKTYPbl COCYAMCTOW CTEHKHM B MECTE €€ IMOBPEXKICHHS B
copmupoBaBIemMcs panee TpoMO€e TepsAETCs HEOOXOAMMOCTh, OH PACTBOPSETCS.

IIpu4uHbI 1 MEeXaHU3M pa3BUTHA reMOpUINU

Kak Obulo ckazaHO BbIlle, reMO(UINS — ITO HacieACTBEHHass mnarosnorus. [IpuunHoil ee sBisercs
MyTalusl TeHa, KOHTPOJIUPYIOLIEr0 CHHTE3 TOTO HJIM HHOTO (paKkTopa CBEpThIBAHUS KPOBH.

B pesynbrare nedunmra (akropa He MPOMCXOTUT OOpa30BaHHS HOPMAJbHOTO Tpomba, TO €CTh
pa3BHUBILEECs KPOBOTECYCHUE HE OCTAHABIMBACTCS B MIOJIO)KEHHBIN CPOK.

Kaaccudguxanus remopuiinmn

Hau6onee yacto — B 70-80 ciyuasix 3aboneBanus u3 100 — BcTpeuaercss remodbuinust A, cBsi3aHHas C
nepunuToM IUIasMeHHoro (akropa cepTbiBaHus KpoBu VIII (anTuremoduibHoro mioOynuHa). JlaHHas
dopma Oone3HH HaciexyeTcs 1Mo pereccuBHOMY THITy. IlockonbKy reH ee cBsi3aH ¢ X-XpOMOCOMOM, OH OT
OOJILHOTO TepenaeTcs BCEM €ro JouepsM, KOTopble OoseTh remModuiaveid He MOTYT, HO CTaHOBSTCS
HOCHUTEJISIMU U 110 HACJIEJCTBY IE€pealoT MaToJIOrHI0 MOJOBUHE CBOMX ChIHOBEH. boseroT nanHoi Gopmoit
reMoQUINU TOJIBKO MY>KUMHBI. VICKIItOueHHe — pa3BUTHE TeMOQWIMU A y JIEBOUKH, 4Ubsl MaTh SBISETCA
HOcuTeneM Oone3HH, a oTer OOJeH €10, NMPU YCIOBHM HACIEIOBAaHHS OT KAaXIOTO U3 POJUTENEH II0
[aTOJOTMYECKU U3MEHEHHON X-XpOMOCOME.

Pexxe — B 10-20% ciygaeB — nuarHoctupyercs remoduinusi B, Bo3HUKaroIas BCIEACTBUE HEIOCTATKa
a3MeHHoro ¢axrtopa cBepteiBaHus IX (daktopa Kpucrmaca, MaM TIUIa3MEHHOTO KOMIIOHEHTA
TpoMOomnacTiHa). ['en maHHON (opMbl OONE€3HM TaKkKe CLEIUIEH ¢ X-XpOMOCOMOW M Hacjexyercs IO
peueccuBHOMy Tuny. KiimHudecku qanHas ¢popma cXoiHa C TeUeHUEM reMopuiInu A.



KianHnyeckue nposiBjieHus1 reMo(puiuu

BeaymuM KIMHUYECKUM MPHU3HAKOM JAHHOTO 3a00JI€BAHUS SIBISETCS MOBBIIICHHAs KPOBOTOYMBOCTH C
caMbIX INEPBBIX JHEH KM3HM MIaJeHLa. DTO MPOSABISAETCA NPU BCEBO3MOXHBIX YIIMOaX, IOpe3ax U MHBIX
BMeInarenbcTBax. llosBisiorcs ryOoKHe KPOBOM3IUSHUS W TeMaTOMbl, JUIUTENIbHBIE KPOBOTEUEHHS IPH
IPOPE3bIBAHUHU U BbINAJICHUH 3y00B.

I'emaToMbl MOTYT BO3HHKaTh HE TOJBKO B 0OnacTu cyctaBoB . Hepeaku ciyuam cyOdacuuanbHbIX,
MEXMBIIIEUHBIX M 3a0pIOMIMHHBIX TremMaroM. OO0bEM KpOBH, COCTAaBIIAIOLICH IeMaTroMbl, MOXET ObITb U
CpaBHUTENBHO HeBeNUK — 0.5 11, a MOXKET JOCTUraTh BHYIIUTEIbHBIX HU(P — Jaxke 10 3 1.

Ecnn remaroma HAacTOJNIBKO BEJIMKA, YTO CAABIMBACT HEPB MM KPOBEHOCHBIM COCyZ, y IAlMEHTa
BO3HHMKAIOT MHTCHCHUBHbIE OONM, NPU3HAKM HIIEMUH TOrO WJIM HHOTO OpraHa, B pa3HOW CTENEeHH
OTrpaHMYEHUE WU IIOJIHAS yTpaTa MIPOU3BOJIBHBIX IBHKCHHUN: ITAPE3bl WU IapaInyH.

B Tskenbix cimywasx OONE3HM CyIIECTBYET Yrpo3a pa3BUTHS ONACHBIX I JKM3HM MAlMeHTa
KEITY/IOYHO-KHUILIEYHbIX W/WIKA TOYEYHBIX KpOBOTeUeHMH. [lepBble IpPOSBIAIOTCS PBOTOH C COAEpIKaHUEM
KpOBU (Tak Ha3bIBaeMOW, «pBOTOM KodeHHOW rymiei») W uepHbIM XHUAKUM KaioMm. [lpu modeuHom
KPOBOTEUYEHUH MMAaLMEHT OOPATUT BHUMAaHKUE Ha KPACHBIN LIBET MOYH.

Kak 0bU10 CKa3aHO BBbIIIE, JKEHIIUHBI KpaifHe pelIko CTpaaaloT reModuinei. XapakTep TEUCHHUs €€ TaKkKe
3aBUCUT OT CTENEeHH JAeduuuTa HEeJOCTaoUero (axkropa; KIMHUYECKUE NPOSIBICHHS CTaHIApPTHBHIE.
EnuHCcTBEHHOE, CUMTaeTCsi, YTO y JKEHIIMH, OOJIbHBIX TeMO(UIINel, a Takke y >KEHIIWH-HOCUTEIbHHIL
IIaTOJIOTMYECKOTO T'€HA PUCK Pa3BUTHS MACCHBHBIX ITOCIEPOJOBBIX KPOBOTEYEHHH JOCTATOYHO BBICOK.

TskecTp TedyeHUs TeMOQHUIMM HANpsMyIO 3aBHCUT OT CTENEHM CHI)KEHUS YpPOBHS (akTopa
CBEPTBIBAEMOCTH B KPOBH.

JAuarnocruxka u 1uddepeHumnaibHass IMATHOCTUKA TeMOPUIUU

3a0oneBaHne AMArHOCTUPYETCS HAa OCHOBAaHMU Xajo0 OOJBHOTO, NAHHBIX aHaMHe3a (KPOBOTECYCHHS,
reMapTpo3bl, MOSBISAIOMINECS C PAaHHETO JIETCTBA; BOZMOXKHO, KTO-TO M3 POACTBECHHUKOB-MYXKUUH CTPaail
reMouiIneil), THIUYHBIX KIMHUYECKUX Npu3HaKkoB. [Ipu ocmoTrpe GombHOro reModuiaueil Bpad oOparut
BHUMaHHE Ha J1e(OpPMUPOBAHHBIC W JePUTYPHPOBAaHHBIC, C OTPAHUYEHHBIM O00BEMOM IBIIKCHUI KpPYITHBIC
CYCTaBbl, TIpU O0OCTPEHUH elle U Ooe3HeHHbIe. MBIIIIBI BOKPYT CYCTaBOB aTpo(pHUpOBaHbl, KOHEYHOCTH
ucToHYeHBI. Ha Tene 60IpHOr0 MMEIOTCSl MHOXKECTBEHHBIE CHHSKH (T€MaTOMBI ), TOYEYHbIE KPOBOU3IHSHUSL.

[Tpu nogo3perny Ha reMopUINI0 OOIIEHOMY MTPOBOIAT CIEAYIONINE Ta00paTOPHbIE UCCIEIOBAHUS:

¢ omperneneHne MPOTPOMOMHOBOTO M aKTHBHPOBAHHOTO YAaCTHYHOTO TPOMOOIUIACTUHOBOTO BPEMEHH
(ynnuHeHo);

v komuuectBeHHOe ompeneneHue ¢aktopo VII, IX u XI B miazme kpoBu (YPOBEHb OJHOTO U3 HHUX
cHIDKeH Oosee uem Ha 50%).

Jleuenue remopunu

['maBHOE HampaBieHUE JICUCHHUS TeMO(QHIMHM — 3aMECTHTENbHAs Teparus, KOTopas MpeayCcMaTpuBacT
pETyIsipHOE BBEICHHE B KPOBOTOK HEIOCTAIOMIETO (DaKTOpa CBEPTHIBAHMS.

Tepanus 3a0oneBanus MpecieayeT CIeIyIONIHe eH:

¢ [IpeIOTBpAICHNE Pa3BUTUS KPOBOTECUCHHIA;

¢ MUHHMHU3AIMS UX TOCIEACTBHIHA;

v npoduiaKTHKa BOZHUKHOBEHUS OCIOKHEHUH U MHBATUAN3ALUHN OOJIHHOTO.

OmnepaTuBHBIC BMEIIATENILCTBA JIMIAM, CTPAJAIOMIUM reModuineii, MpoBOAST CTPOTO 10 MOKa3aHUSIM Ha
¢doHe 00s13aTeIbHON 3aMECTUTENBHON TEpaNuy.

Oc00eHHOCTH COBPEMEHHOT0 MOAX01Aa:

B nacrosiiee BpeMsi 0obHBIE FeMOQHINEH MOTYYat0T JIeUeHHE 3aMECTUTEIIbHOM Tepanueil — pakTopaMu
cBepThIBaHUs KpoBU. Ilamuentam ¢ TsokensiMu popmamu remoduinuu BeigaeTcss Ha pyku no 10-20 Teic.
thbakTOpa JUIL CaMOCTOATENbHOM OCTAaHOBKM KpOBOTeYeHMs. JleTm paHHero Bo3pacTa IOIy4yaroT
npodunakTuueckoe JsedeHne remopmiuu (paxkrop BBomuTCA 1-2 paza B HEAEN0), YTO IO3BOJISIET
[peAyNpeaANUTh MOSBICHUE TSKEIBIX TeMapTPO30B.

Hosnpun-IInotaunkas T.M., neTckuii BHEWITATHBIA TIE€MATOJIOr  YIIPABICHHS  3/PaBOOXPAHEHUS
Bbpecrckoro obnucnonkoma



