17 anpessi — BceMupHblii 1eHb reMo(UInN

Exxerogno 17 ampenst MHOTHE CTpaHbl IPUCOCIMHAIOTCS K akKUMU BecemupHo#t denepanuu
remoduiauu U otMeuaroT Beemupnsriii nenb remodunuu (World Hemophilia Day).

I'emodumuss — 3TO HaclenCTBEHHOE 3a0o0JieBaHUE, CBS3aHHOE C TeHETUYECKUMU
negexramu (QakTOpoB CBepThIBaHUS KpoBH. Ilepemaercss peOeHky oT OonbHOI Matepw,
POXJIEHHO! B CEMbE, WICHBI KOTOPOI cTpajain OT Takoro 3aboneBanus. BaxHas 0cOOEHHOCTD B
TOM, 4YTO cCaMa MaTb MOXET OBITb IOJHOCTbIO 370poBOM. OHa sBISETCA HOCHUTEIEM
«T10JIOMaHHBIX» F€HOB.

Kak mnpaBmiio, mepBble NpU3HAKU 3a00J€BaHUS HAYMHAIOT IPOSBIATBCA y JAeTed Ha
TPETbEM TOJAY XXU3HHU, 3HAYUTEIBHO PEKE — B NEPHUOJ HOBOPOXJAECHHOCTH M MIIAJIEHYECTBA.
['eModuns OTHOCUTCA K IpyIIIIe TeMOPPAaruyecKuX AUaTEe30B.

3aboneBaHue pa3BUBACTCS BCIIEJCTBHE HACIEACTBEHHBIX MYTAIlMi TeHOB, OTBEYAIOIIHNX 32
BbIpaOOTKY M ()YHKLIMOHUPOBaHHE (haKTOPOB CBEPTHIBAHUSI KPOBH y peOeHKa. B pe3ynbraTe Takux
[ATOJIOTUYECKUX ITPOLIECCOB B JIETCKOM OPraHU3Me IIPOUCXOJUT CIEAYIOLIEE:

*Hapy1IaeTcsi 00pa3oBaHKe MOIHOLIEHHOTO TPOMOa;

*KPOBOTEUEHHUE HE OCTAHABIIMBAETCS WM 3TOT IIPOLIECC 3HAYUTEIILHO 3aTSITUBAETCS;

*pa3BUBACTCs CYLIECTBEHHAsA KPOBOIOTEPS JaKe ITPU HE3HAUNTEIIbHBIX KDOBOTCUEHUSAX.

I'pynna pucka: kto 0oJiee noaBep:keH 3a00/1eBaAHUIO?

I'emodunueit m000i GOpMBI CTpagarOT NPEUMYLIECTBEHHO MajbuuKU. JleBouku u
JKEHIIIMHBI MOTYT cTpaaath Toiibko remodunueii C u D. HacnenoBanue cBsA3aHO ¢ M3MEHECHUSIMU
B X-xpomocoMax. B OoiblIMHCTBE cilydaeB y jeTedl 3abosieBaHUE IMPOTEKAeT TSHKEIO, YeM
OrpaHUYMBAET BO3MOKHOCTH peOEHKa, HEPEJIKO IPUBOIUT K MHBAJIU3ALMU OOJIBHOTO.

Y HOBOPOXJIEHHBIX MPOSBICHUS TeMO(UINH YaCTO OTCYTCTBYIOT MJIM BBIPAXKEHBI Cl1a0o.
VY OonpmIMHCTBA OONBHBIX TNEPBBIE BUIMMBIC CUMITOMBI 3a00JieBaHMs ObUIM OOHAPYKEHBI B
Bo3pacte 2-3 roxa. [To mepe B3pocienus pebeHka Mpu3Haku reMo(uIng MOTyT ociabeBaTh WiH,
HAa00OpOT, YCHIINBATHCA B 3aBUCUMOCTH OT MHOTUX (DaKTOPOB.

IIposiBiieHus1 reMo(puJINU y AeTei:

BenymumMu cuMmnromamu reMoQuINg y A€TEN SABIISIOTCS KPOBOTEUEHUS U KPOBOU3IIUSIHUS.
Bo3HuKalOT npu MalelIeM MOBPEXKIEHUH KPOBEHOCHBIX COCYJIOB. B TsDKenmbIX cilydasx
KPOBOTEUEHMsI MOSABIIAIOTCA 0€3 BUAMMBIX NPUYMH M C TPYJIOM ocTaHaBiuBaroTcs. Hapsany c
TUMU NPOSIBICHUSIMH 3200I€BaHNUS OTMEYAIOTCS CIIEAYIOIINE:

*OJyieTHAsl TOHKAs KOXKa y peOeHKa;

*HE)KHOE CTPOEHUE TEIIA;

*ci1a00€ pa3BUTHE TTOJAKOKHON KUPOBOU KIICTUYATKH,

* BHYTPHUCYCTaBHBbIE KPOBOU3IUSHHUS — IeMapTpo3bl — OAMH M3 HauOoJjiee ONacHBIX
CUMIOTOMOB remoduinuu y aereid. Yacto BO3HUKAIOT MOBTOPHO, YTO NPHUBOJUT K CEPbE3HBIM
negopManusaM U HHBATUIHOCTH peOeHKa

* MOBPEXACHHE NPOUCXOAUT 4Yalle B KPYMHBIX CyCTaBaX: KOJEHHBIX, JIOKTEBBIX,
TOJIEHOCTOIHBIX;

*[IOBBIIIIEHNE TEMIIEpaTyphl TENa;

*BOCIIAJIEHUS B CyCTaBaXx;

*OrpaHUYEHHE MTOABHKHOCTH MOPAXKEHHOTO KPOBOU3IIUSHNUEM CYCTaBa;

* BHYTPEHHHE KPOBOTEUEHMSI, YTO CONMPOBOKAACTCA MOBPEKICHUEM BHYTPEHHUX OPIaHOB
pebeHka;

*00J1b B 00JIACTH KPOBOU3JIMAHUS, €CIIM FeMaTOMa C/IaBIMBAeT HEPBHbIE OKOHYAHUS.

B penxux ciayyasx 3a0osieBaHusl y J€BOUEK U )KEHIIUH CUMITOMAaTHKa OyJeT Takoi xxe. B
Cllyyae HOCHTEIbCTBA «Te€MO(MUIBHBIX» T€HOB Yy MKEHIIMH BBICOKAs BEPOSTHOCTh CHJIBHBIX
POJOBBIX U IOCIEPOJOBBIX KPOBOIIOTEPD.

MacmtaGpl KpOBOTEUEHHH W KPOBOMBIIUSHUM y NIeTei 3aBUCAT OT CTENCHH CHU)KECHUS
KoJindecTBa (hakTOpOB CBEpThIBaHMA. Eciau nepUIUT HE3HAuYUTENbHBIH — KPOBOTEUCHMS
BO3HUKAIOT TOJIBKO IIPU CEPHE3HBIX TPaBMax Ui B IIPOLIECCE XUPYPTrUUECKUX BMemaTenbeTB. [Ipu



CHWJIBHOM HeJI0CTaTKe (PaKTOPOB CBEPTHIBAHMS KPOBOTEUEHHS HOCST CIIOHTAHHBIM XapakTep, 4To
JieNaeT ux 0oJee OmacHBIMU.
JAunarnoctuka remopuanu

I/IHOFI[a HaJIM4Ynue AuarHos3a BBI3BIBACT COMHCHUA, Jaxe npu [OBBIIICHHON
KPOBOTOYHMBOCTH Y CaMOTr'0 OOJILHOTO UM HAJTMYUHU Y IPYTHX WICHOB ceMbU reModunun. TouHas
JTUATHOCTHKA MOXET OBITh ClIeaHa TOJHKO M3MEPEHUEM YPOBHS COOTBETCTBYIOIIETO (haKkTopa
CBEpThIBaHUSI KPOBU. Takue aHajau3bl NPOBOAATCA B CHEHUATM3UPOBAHHBIX J1AOOPATOPHIX
TEMaTOJIOTUYCCKUX LCHTPOB.

Cynpyxeckue mapbl, KOTOpbIE HaXOASTCS B TPYIIE PUCKA, JOJHKHBI IPONUTH MEIUKO-
TC€HECTUYECCKOC KOHCYJIbTUPOBAHUC Ha oTare IIaHUPOBAHUSA 6epeMeHHOCTI/I. Anamuz
reHealloTHYeCKUX JAaHHBIX, a TaKXKe MOJEKYJISIPHO-TEHETUUECKUE HCCIEAOBAHUS IO3BOJIIOT
BBIIBUTH HOCUTCILCTBO FeMO(bI/IJII/II/I.

Emé no HenaBHEro BpeMeHH Majo KTO U3 OOJBHBIX JIeTeH J0KHUBAI IO 3pEoro BO3pacTa,
CpeaHdaa NpPOAOJDKHUTCIBHOCTD KM3HHM HE IMPCBbINIAIA 30 mer. Ho CErogHsd MEcIUIMHA MOXKCT
MOXBACTaThCSl COBPEMEHHBIMH TperapaTaMu, KOTOPhIE MO3BOJIAIOT YIYUIIUTh KAY€CTBO KU3HU
MNanuCHTOB W YBCIIMYUTH €C IPOAOJDKUTCIIBHOCTD. HpI/I IIpaBHUJILHOM JICUCHUHA 0OJIBLHBIE
reMo(uiueit MOryT BeCTH MOJHOLIEHHYIO JKU3Hb: YUUThCS, pab0TaTh, CO3AaBaTh CEMBHU.
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