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MEXAHHU3M I'EMOKOAT'YJIALINHA




[EMO®PUNTTNA

Penkoe HacieacTBeHHOe
3a00/1eBaHMe, CBSI3aHHOE C
HapyuwieHuem npoueccd
cgepmbleaHun kposu. [1pu
reMOpHITUHN PE3KO
BO3paCTaeT OMaCHOCTh
ruoesy rmamueHTa oT
KPOBOU3/IUSTHUS B MO3T U
ApYTrye )XU3SHEHHO BAKHBIE
OpraHbl, Ja)XKe pU
He3HAYUTEe/IbHOU TPaBMe.
[emodunusa nosensemcs
u3-3a u3meHeHust 00HO20
2eHa 6 xpomocome X.




[ lpn4nHBI NoABNEHUA

[eHbI, 00yC/TOBIHUBAIOIINIE PA3BUTHE reMODWIIHH, CIIeTIeHbI
C IMMOJIOBOM X-XpOMOCOMOM, TO3TOMY 3abo.ieeaHue
Haciedyemcs No peuecCu6HOMY NPUIHAKY NO HEeHCKOU
nuaunu. HaciedcmeenHot cemogpunueti 6oaerom
MPAaKTUYeCKU UCKTIOYUTETHFHO TUUAd MYHCCKO20 NOoJd.
Jenwunwot aeas1r0mces npogooHuUKamu
(konHdykmopamu, Hocumeasmu) reHa reMopUIIHH,
nepeaouMy 3a00/ieBaHMe YaCTH CBOMX ChIHOBEH.

Y 310pOBOr0 MY>KUYHHBI U YKEHITUHBI-KOHAYKTOPA C
OJIMHAKOBOU BEPOSITHOCTHIO MOTYT POJUTHLCS KaK OOTbHbIE,
TaK ¥ 3J0pOBbIe CbIHOBBSI. OT Opaka MY>XYUHBI, O0JIBHOTO
reMopuInei co 370POBOU KEHIIIMHOU POXKAAIOTCS
3IOpPOBbIe CBIHOBbSI MJTH I0YePHU-KOHAYKTOPBI.



Cxema HacnepoBaHua remoconnnm
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Tpun Tina remodounum A,B,C

[emodunus A (pereccBHast MyTalus B X-XpoMocome)
BBI3BIBAET HEJJOCTATOYHOCTh B KPOBU HEOOXOIHMOTO
6eKka — aHmuzemoPuabHo20 2106yauna . Takas
reMoHITHSI CYUTAETCS KJIACCUYeCKOM, OHA
BCTpedaeTcst Hanbosiee 9acto, y 80—85 % O60mbHBIX
reMopuITHEN.



e

Tpwn TMna remogunun A,B,C

[emodunus B (peliecciBHast MyTalus B X-
XpOMOCOMe) — HeJOCTAaTOYHOCTH IMJIa3MEHHOTO
KOMITOHeHTa mpomb6onaacmuna (paxTopa
Kpucrmaca). HapyiieHo o6pasoBaHyie BTOPUYHOT
KOAry/ISIITUOHHOM MTPOOKH. BecTpevaercst B 13%
cyuaee 3a00/IeBaHUS.



Tpun TMna remounuun A,B,C

[emodunus C (ayTocOMHBIH perieCCUBHBIN JIMOO
OJOMUHAQHTHBIU TUII HAC/IeLOBAHUS, TO €CTh
BCTPEeYAeTCs KaK Y MY)KYHH, TaK U Y YKEHIINH) —
HedocmamouHocmb XI gakmopa ceepmvieaHus
kpoeu (npedwecmeeHHuka mpombonaacmuna).,
M3BECTHA B OCHOBHOM Y eBpeeB-alllKeHa30B.
Bcmpeuaemca c uacmomoti 1-2%.



CuumMnTOMDI

Y HOBOpPOXIeHHBIX JleTel MPpU3HAKaMH1 reMOPpUINU
MOTYT CIY)XUTh O1UMelbHOe KpogoimeueHue u3
KyJbInMu NynoeuHbl, N0JKOXCHblE 2eMamombl.

17151 nereu rocse roga XxapaKTepHbl HOCOBble
KposomeueHUs, NOJKONCHbIe U MeXCMblWeYHble
2eMamombul, KpOGOU3NAUSIHUA 6 KPYNHble CYyCMaebwl.



P

CMnToOMBI

Iemapmpo3ut SBISIOTCSA
HanOoiee YaCThIM U
crieriupUIeCKUM
IposiBIeHreM reMopUTHH.

[Tpu reMapTpo3e BbhIpaykeH
60JIeBOM CUHIPOM,
OTMeYaeTcs yBe/TndeHUe
cycTaBa B 00'beMe,
rUNepeMus U TUIIEPTePMHUS
KOXXY HaJl, HUM.

Haemophilic patient




[Tpu remodpryt 4acTO BOSHUKAIOT KPOBOU3TUSTHUS B
MATKUE TKAQaHU — MTOAKOXXHYIO KJIETYATKY YU MBILILIBL. Y
neteli 0OHAPYKMBAIOTCSI HEMTPOXOASIIIINE CUHSIKHY Ha
TY/IOBUIIE ¥ KOHEYHOCTSIX, YaCTO BO3HUKAIOT ITyboKue
MEXXMBILIeYHbIE TeMaTOMBI.

OO6uMpHbIe U HaNPsDKeHHbIE TEMATOMBI MOTYT C/IAB/IMBATh
KPYITHbIE apTEPUH U TepudeprudecKrie HepBHbIE CTBOJIBI,
BBI3bIBasi MHTEHCHUBHBIE OO, TTapaTdY, aTPO(PUIO MBIIIIII
WJI TAHTPEHY.

JloBOJIBHO YaCTO MpU reMOPHITUH BO3HHUKAIOT
KPOBOTEUYEHUS U3 [IeCeH, HOCa, moYyeK, opraHoB sKKT.

XapakTepHbIM MPU3HAKOM TeMOUTHUH SBISETCS
OTCPOYEHHBIN XapaKTep KpOBOTe4YeHHUSsI, KOTOPOe 0ObITHO
pPa3BUBAETCS He Cpa3y ITOCjie TPaBMbI, a Yepe3 HeKOTopoe
BpeMsI, MHOTIa CyCTS 6-12 1 60Jiee 4acoB.



[lnarHocTtuka

JliarHOCTHKA reMOPHITUH MPOBOAUTCS MTPU YIaCTUHU
psiia CIeliuaIMCTOB: HeOHamoJlo2d, neduampada,
ceHemuka, cemamosioza. [lpu Hannunm y pe6eHKa
CONYTCTBYIOLEHN MAaTO/IOTNU UJIN OC/IOXKHEHUM
OCHOBHOTO 3a00/1eBaHUS MTPOBOAATCS KOHCY/TBTAIUH
demcko20 cacmpodHmeponoza, emckozo
mpaemamoJioza-opmonedda, demckozo
OMoAapuH20102d, 0emcko20 HegpoJl02d U JIp.



CyTmipy)kecKue Taphbl, HaXOAsIHMeCs B TPyIe pUcKa Io
POXIeHHIO pebeHKa ¢ TeMOHTHel, JO/DKHBI TPOUTH
MeduKo-2eHemu4Yeckoe KOHCYJlbmupoeaHue eliie
Ha dTarle TMJIAHUPOBAaHUS OepeMeHHOCTH. BhIIBUTE
HOCHUTETHCTBO le(peKTHOTO TeHa MO3BOJIsSIeT dHa1U3
2eHeano2u4eckux 0aGHHbIX U MONAEKYAAPHO-
2eHemuueckoe ucciaedosaHue. Bo3aMoxHO
npoeedeHue NPpeHaAMAalbHOU TUATHOCTUKU
reMoHTUH C TIOMOIIBI0 6UuoONCcuUU XopuoHa Viu
amMHuoueHmesa u uccaedosavusn /JHK
KJ1emo4H020 mamepuand.



JleyeHune

OCHOBY JIeYEHM S COCTABJISIET 3amMecmuimnealbHas
cemocmamuyeckas mepanus koHueumpamamu VIII u IX
¢paxkmopoe ceepmuieanusn kposu. Heobxommmas 103a
KOHLIEHTPATA OIIpee/IsiIeTCsl CTeIIeHbIO BEIPAXXEHHOCTU
reMoQHJINH, TSDKECTHIO Y BUZOM KPOBOTEYEHHUSI.

[Ipu He3HAYUTEILHBIX HAPY)KHBIX KPOBOTEYEHMSIX (TTOpe3ax,
KPOBOTEYEHMSIX U3 ITOJIOCTH HOCA I PTA) MOXKET
HCIIO/Ib30BAThCSI 2emocmamuyeckasn 2ybka, HanoxnceHue
dassauwell nosa3ku, ob6pabomka parnvt mpomb6burom. [1pu
HEeOC/IO)KHEHHOM KPOBOU3/THUSIHUHN pPeOeHKY HeOOXOAM TTOTHBIH
TTOKOM, X0JIOZl, UMMOOM/TM3AaITsi O0ILHOTO CyCTaBa I'MIICOBOM
JIOHTETOH, B AanbHeueM — YBY, anexkmpogopes, /I1PK,
nezkuill maccayc. bonbHBIM ¢ TeModuHell peKOMEeHTyeTC st
nveTa, oboramenHas ButaMuHamu A, B, C, D, cosaMmu Kaibuus

u pocdopa.



[ 1pOrHO3 1 NpounakTuka

[TpodmmakTHKa mpezIiosaraeT MpoBeJeHHe MeTUKO-
reHeTHYeCKOT0 KOHCYJIBTUPOBAHUS CYIIPY>KeCKUX Tap,
MMEeIOIINX OTSTOIeHHbIM CéeMEeHHbIM aHAMHe3 110
remodunuu. [letu, 6o1bHbIe TeMOodUInei, Bceraa
IO/DKHBI UMETh TTPU cele crelabHbIN MacCopT, Tae
yKa3aH THI 3a00jieBaHus, Ipymna KpoBu U Rh-
IIPUHA/JIEXXHOCTD. VIM OKa3aH OXpaHUTEe/TbHBIN
pPeXUM, MPOPUIAKTUKA TPAaBM; JUCTIAaHCEPHOE
HaO/TI0JeHre TIeiaTpa, TeMaToIora, IETCKOTO
CTOMATOJIOTq, IETCKOTO OpTOoTieZia U Jp.
CTIeIIMATMCTOB; HAO/MI0JeHe B YC/IOBUSIX
CTIeIMaTU3MPOBAHHOTO reMOHIILHOTO eHTPa.



N3BeCTHble HOCUTenu

Koponesa Bukropus
ObLIa HOCHUTEe/IeEM reHa
reMopHINHU




Anexkcem HukosraeBuu
PoMaHOB

[lo ntmHMK MaTepu
yHace10Ba reMoPUITHIO,
HOCUTENbHULLAMU KOTOPOU
OBUTA HEKOTOPbIE J0UepPH U
BHYYKH QHIJIUMCKOU KOPOJIEBHI
BukTopuwu.




