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17 ATIPENA I'emoguaus — >3TO Hac/eACTBEeHHOE
3abosieBaHMe, CBsi3aHHOe C JeheKTOM
nIa3MeHHbIX (DAKTOPOB CBePTHIBaHUS,
XapakTepu3ylollleecsi ~ HapyllleHHeM
CBePThIBaeMOCTH KPOBHU.

M3BecTHa JaHHasi MaToJIOrUs C JPEBHUX BpeMeH: elle BO Il Beke [0 Haiien 3pbl
OTKMChIBA/IUCh Cy4yau rMben Ma/lbuMKOB OT HelpeKpalllalolerocsi KpoBOTeUeHus,
BO3HMKAIOLLeT0 0c/Ie poLieypbl 00pe3aHusl.

TepmuH «reModuvs» ObUT TIpeaiokeH B 1828 rofy u MpOUCXOAUT OT rpeuecKux
cnoB «haima» — KpoBb U «philia» — CK/IOHHOCTb, TO €CThb, «CKJIOHHOCTb K
KPOBOTeueHUsIM». l'eMo(uivs MOSBASETCA W3-3a W3MEHEeHWs OJHOr0 reHa B
xpomocoMe X. Pasnuuator Tpu Tuna remodpunuu (A, B). - Temopumms A
(peueccuBHasi MyTalusi B X-XpOMOCOMe) BbI3bIBaeT HEJOCTAaTOUHOCTb B KPOBHU
HeoOxoauMoro 6Oesika — Tak HasbiBaemoro ¢akropa VIII (aHTUreModuabHOTO
rnobynuHa). Takasi reModuivds CUMTaeTCs K/IaCCUUYeCKOW, OHa BCTpeuaeTcst
HarboJsee yacto, y 80—85% 6o/bHbIX TeModuiveid. TsHkénble KpOBOTEUeHHUs TIPU
TpaBMax W orepauusx Habmrogatorcsi ipu ypoBHe VIII daktopa — 5—20 %. -
Iemodbunus B (pelieccvBHasi MyTaldsi B X-XpOMOCOMe) — HeJOCTaTOUYHOCTb
dakropa mmasmbl [X (Kpucrtmaca). HapymieHo o6pa3oBaHue BTOPUUHOTO
KOAry/IsILJUOHHOIO CI'yCTKa.

Femoduinis — 3To Hac/e/CTBeHHOe 3abosieBaHue. ['eHbl TeMOMUINN HAaXOJSATCS B
MOJIOBOM X-XpOMOCOMe, KOTopasi MepeflatoTcsl OT Ziefla K BHYKY uepe3 3/[0POBYIO
JI0UYb — HOCHUTENbHUITY AedeKTHOro reHa. To ecTh 0OBIYHO OOME3HBIO CTPAAAIOT
MY>KUMHBI, >KEHIIIUHBI K€ BBICTYIIAlOT KaK HOCUTE/bHUIbI reMOMWINU U MOTYT
pPOAUTE OONMBHBIX CHIHOBeW WK Aoueper-HocutenbHULl. [lo cratuctuke BO3
TIpUMEepHO OAWH MaZieHel] My>Kckoro Tiosia U3 5000 poxkgaeTcsi ¢ remoduaveid A,
BHE 3aBUCUMOCTH OT Hal[MOHA/IbHOM WJIA PaCOBOM MPUHA/IJIE’KHOCTH.

N3 ucmopuu. CaMoii U3BeCTHON HOCUTEbHHULEN TeMOo(GUIMM B UCTOPUH CTaja
aHIIMICKass KoposieBa Bukropusi. EcTb Bepcus, UTO MyTal[ysl TIPOM30IIl/Ia UMEHHO
B TeHOTWUIe, TOCKOJbKY B CeMbX €€ pojuTesied Jofied, CTpaarol[yux
remodunveit, He 6b110. [To Apyroit Bepcuu, HalMure reHa reMo(UIuKM y KOpoJieBbl
BuKTOpHM MOXeT ObIThb OOBSCHEHO TeM, UTO eé OTI[OM ObUT He Oayapa ABTYCT,



reprjor KeHTCKu#, a pyroit MmykurHa, 6onbHON reModummeir. Ho nctoprueckux
CBUJETENILCTB B II0JIb3y 3TOM BepCHMM He CyLeCTByeT. AHIVIMICKas KOpoJieBa
riepeziasia 3To 3abo/ieBaHUe B «HAC/IeCTBO» LaPCTBYIOLIUMU ceMbsiMu ['epMaHuy,
Ucnanum n Poccun. lemodunment ctpajan oguH U3 CbIHOBer Bukropuu, psp
BHYKOB W NPaBHYKOB, BKJItOYasi pOCCHMMCKOro 1japeBuya Anekcess HukonaeBuua.
MmeHHO TmI03TOMY 3a00/eBaHHe TIIO/yUuWI0 CBOM HedopMasibHble Ha3BaHUS —
«BUKTOpUAHCKast 00/1e3Hb» M «IjapcKast 00/1e3Hb».

Cumnmombl zemopuiuul.

Y HOBOPOX/IEHHBIX JleTell Mpr3HaKaMy reMO(MUINN MOTYT CAYXKUTh [JTUTeNbHOe
KpOBOTeueHHe U3 TyMOYHOM pPaHKH, TOJAKO)KHbIe reMaTOMbI, KedasoreMaToMbl.
KpoBoTeueHusi y [leTeli TMepBOrO TroJla >KU3HHM MOTYT OBbITH CBSi3aHbI C
ripope3biBaHeM 3y00B, orepariusiMu. OcTpbie Kpast MOJIOUHBIX 3y00B MOTYT CTaTh
TIPUUMHOM TIPUKYChIBaHUS si3blKa, T'y0, 1IeK UM KpPOBOTE€UeHWM W3 CAU3UCTHIX
obosiouek mosiocty pra. OfHAaKo, B TPyJHOM Bo3pacTe reModuius AebroTHpyeT
peJKo B CBA3M C TeM, UTO MaTepUHCKOM MOJIOKe COJIeP)KUTCS [IOCTaTOUuHOe
KOJTMUeCTBO aKTHBHOTO (hepMeHTa- TPOMOOKHHA3bI, KOTOpasi CrIOCOOHA y/IydiliaTh
(dhopMUpOBaHUe CTYCTKa.

BeposiTHOCTb MOCTTpaBMaTHUYeCKUX KPOBOTEUEHUM 3HAYMTeTbHO BO3paCTaer,
Koryia pebeHOK ¢ remoduIMel HaUMHaeT BCTaBaTh M XOUTh. [1jis AeTeit mocie roza
XapaKTepHbl HOCOBbIE KPOBOTEUEHUs, TOAKO)KHbIE M MEKMBbILLIEUHbIe TeMaTOMBbl,
KPOBOM3/IMSIHUSI B KpyMHble cycTaBbl. OOOCTpeHUs] reMopparhyeckoro Auaresa
CTyuaroTcs Tioc/ie repeHeceHHbIX UHbekiul (OPBU, BeTpsiHKU, KpaCHYXU, KOPH,
TpUIINA U [Ip.) BC/eCTBUE HapyIleHUs] TTPOHMLIAeMOCTHA COCYAO0B. B aToM ciiyyae
HepeJKO BO3HUKAKOT CaMOIIPOM3BOJIbHBIE Juariefie3Hble reMopparud. Bsupy
TIOCTOSIHHBIX U JJIUTe/TbHBIX KPOBOTE€UeHWM y JeTell ¢ reModuiveli pa3BUBaeTCs
aHeMUSI Pa3/TMYHOU CTETNeHU BbIPa)KEHHOCTH.

[To creneHu  yObIBaHWSI  YaCTOTbI ~ KDOBOM3MMUSIHUS  TPU  reMOQHINU
pacnpeenstoTcs cieqyronmm odbpa3oM: reMapTpo3bl (70—80%), rematombl (10-
20%), remarypusi (14-20%), >Kenymo4yHO-KHUIlleuHble KpoBoTeueHus (8%),
kpoBou3nusiHus B LIHC (5%).

['eMapTpo3bl SIBASIIOTCS Haubosiee YacTbiM W CrielupuuecKuM TpOosiBJIeHHeM
reMo¢duuu. IlepBble BHYTPUCYCTaBHble KDOBOU3/USIHUSL Y AieTeld C remModumeit
CjlydaroTcsi B Bo3pacte 1-8 jieT mocsie ymwmOoOB, TpaBM WM CIIOHTAHHO. [Ipu
reMapTpo3e BbIpakeH 00/1eBOM CHUH/IPOM, OTMeUaeTCsl yBe/JduYeHWe CyCTaBa B
oObeme, TrurepeMusi U TUMEPTEPMHUSI KOKM HaJi HUM. PeldguBUpYIOIIMe
reMapTpOo3bl TIPUBOAST K Pa3BUTHIO XPOHUUECKOTO CUHOBUTA, JAe(OpMUPYIOILero
OCTeoapTpo3a U KOHTpPakTyp. [edopmupyrouyii 0CTeoapTpo3 MNPUBOAUT K
HapyLIEeHUIO0 JUHAMUKW OMOPHO-JBUraTe/IbHOI'O arrapara B 11e10M (MCKPUBJ/IEHHUIO
MO3BOHOUHWMKA W Ta3a, TUMNOTPOGUU MBI, OCTEONOpo3y, BaJbl'yCHOU



JedopmaliuM CTOTbI M /Ip.) U K HACTYIUIEHHWIO WHBAJUJHOCTUA Y)Ke B JIeTCKOM
BO3pacrTe.

[Tpu remodu/IMK YaCTO BOZHUKAIOT KPOBOM3/IUSIHUS B MSITKUE TKaHU — MOAKOKHYO
KJIeTUaTKy W MbIILbL. Y JeTeil 0OHapy>KUBAIOTCSI HETpPOXOJsIUe CUHSKA Ha
TY/IOBUIIle U KOHEYHOCTSIX, UaCTO BO3HUKAIOT ITyOOKHME MeKMbIllIeUHbIe reMaTOMBbI.
Takuve reMaToMbl CKJIOHHBI K PACPOCTPaHEHUI0, TMTOCKOJIbKY M3/IMBILAsICS KPOBb HE
CBOpauMBaeTCs U, MPOHUKAs BAOMb daciuii, UHGUILTpUpyeT TKaHU. OOIIMpHBIE U
HarpspKeHHbIe TeMaTOMbl MOTYT CAAB/IUBAaTh KPYITHbIE apTePUM U neprdepryeckue
HEpBHbIE CTBOJIbI, BbI3bIBas MHTEHCHUBHbIe OO0JM, Mapamnu, aTpo(UI0 MBIIIIL WA
raHrpexy.

[1oBO/IBHO YacTO MpU TreMO(WIMK BO3HUKAIOT KDOBOTEUEHMS] U3 [leCeH, HOCa,
nouek, opraHoB JKKT. KpoBoTeueHue MOKeT ObITb WHHULMMPOBAHO JiHOOBIMU
MEeJULMHCKUMU MaHUIY/ISAUUAMUA (BHYTPUMBILLIEUHONM WHBEKL[MEeH, 3KCTpakKLueu
3yba, TOH3W/ISKTOMUEN U Ap.). KpaiitHe oracHbIMU Aji1 pebeHKa C reModuIren
SIBJISIFOTCS. KPOBOTEUEHUS] U3 3eBa U HOCOIVIOTKM, IMOCKOJIBKY MOTYT IPUBECTH K
OOCTPYKLIMM [bIXaTelbHbIX TyTed W TOTpebOBaTh SKCTPEHHON TpaxeoCTOMUHU.
KpoBou3musiHusi B MO3roBble 000/I0UKH U TOJIOBHOW MO3T TIPUBOJSAT K TSIKEJbIM
riopakeHusiM LIHC wu netaibHOMY UCXOAY.

[ematypust TIpy reMo(GUINKU MOKET BO3HUKAaTh CAMOIIPOU3BOJIbHO WIW BC/I€/ICTBUE
TPaBM MOSICHUYHOUM 06s1acTu. [Ipy 3TOM OTMeuaroTCsl Au3ypuueckue siBleHuUs], TIpU
00pa30BaHMUY KPOBSIHBIX CT'YCTKOB B MOUEBBIBOASLUX My TSX - PUCTYIIbI TIOUEUHOM
KOJMUKU. Y OOJIbHBIX C reModuiveli Hepeako OOHApY>KUBAIOTCS THe03KTa3us,
ruipoHepo3, nresoHePpuT.

JKenymouHo-KullleuHble KPOBOTeUeHUsl y TMAalMeHTOB C remModuiveli MOryT ObITb
cBsizaHbl ¢ ipuemMoM HIIBC u ap. nekapcTB, ¢ 000CTpeHreM JIaTeHTHOTO TeueHUs
s3BeHHOM 0osie3HU JKejlydka U [JBEHAZLIATUIIEPCTHOM KUILIKWA, SPO3UBHBIM
racTputoM, remoppoeM. I[Ipu KpOBOM3NMUSHUSAX B OpbDKeWKYy M CalbHUK
pa3BUBaeTCsi KapTWHA OCTPOro JKUBOTaA, Tpebytoiias auddepeHIMANIBHOM
[MarHOCTUKY C OCTPbIM anmneHAULUTOM, KUIIIeYHOW HelPOXOAUMOCTBIO U JP.

XapakTepHbIM T[PU3HAKOM TeMO(UIuM  SIBASeTCS OTCPOUEHHBIM  XapakTep
KPOBOTeUeHHs, KOTOpoe OObIYHO pa3BMBaeTCsl He Cpa3y MOcCjae TPaBMbI, a depe3
HEKOTOpOe BpeMsi, MHOTZA CITyCTs 6-12 yacos.

JuaznHocmuka

[varHocTtvka reMo(@uIMM OCHOBaHa Ha CeMeWHOM aHamHe3e, KIMHUYeCKOM
KapTvHe W JaHHBIX J/1ab0paTOPHBIX HCC/IeOBaHWM, Cpelid KOTOPBIX BeAyllee
3HaueHHe UMEIOT:

* YBe/jMueHue AJIUTETbHOCTH CBEPThIBAHUS KaNWLJIIPHOW U BEHO3HOW KPOBH.



® YMeHbllleHUe KOHLIEHTpaL[MX OJHOTO U3 aHTUreMoguibHbIX dakropos (VIII,
[X).

¢ TIpoJo/mKUTETBHOCTh KPOBOTEUEHUs] W COflep)KaHhe TpPOMOOLIUTOB TIpU
reMoGUIMK HOPMaJibHbI, TIPOOBI XKT'yTa, LIMIIKA U ApyTrye SHAOTe/ldaabHbie
npobbl  oTpuljaTesbHbl. KapThHa Tmiepudepruueckoii KpOBHM He UMeeT
XapaKTepHbIX M3MeHeHUH, 3a UCK/TIoueHreM Oojiee WM MeHee BbIpayKeHHOM
aHEeMUU B CBSA3U C KDOBOTEUEHHUEM.

e Temodumuro auddepentupyor c Oomne3npto ¢GoH  Buinebpanga,
TpoMmbacTenueit ['siHIIMaHHa, TPOMOOLIUTOTIEHUYE CKOU TTypITYPOH.

JleueHue

* (OCHOBHOU MeTO/| JIeYueHUs - 3aMeCTUTe/bHas Tepanus. B HacTosiee Bpems
C 3TOU Lie/Ib0 UCMOB3YHOT KOHLeHTpathbl VIII u IX ¢akTopoB cBEpTHIBaHMA
KPOBU TI/la3MaTHUeCKWe WM peKoMOuHaHTHble. []03bl KOHLIEHTPATOB
3aBUCAT oT ypoBHa VIII wmu IX dakropa y Kakgoro 0O0mbHOTO, BU[a
KPOBOTEUeHUs.

e [lnst BoccTaHOB/IeHHsI (DYHKI[MM CYCTaBOB IMPOBOAST KYPChl peaOuIUTaLIUN.
¢ [Ipu Ha/MMUMK apTPONAaTUU MOKa3aHO H/IONPOTEe3UPOBaHKEe CyCTaBOB.

* Bce xupypruueckve W CTOMAaroJIOTUUeCKHe Omepalud TMPOBOAAT TOf
TIPUKPBITHEM 3aMeCTUTeTbHOU (PaKTOPHOM Teparivu.

¢ [lpu sierkou (popme reMopuu A BO3MOKHO MPUMeHeHHe Jle CMOIIpe CCHHA.

C 1esibto MpoUIakTUKUA poXxaeHusi pebeHKa ¢ reModuIvel IPOBOASATCS MeAUKO-
reHeTUUeCKOe KOHCY/IbTUDOBaHUe, BO3MOXKHA MpeHaTabHasi UarHoCTHKaA.

B Pecrniybmuike Benapych Bce marjeHThI C Tsbkesiol (opmoii reModmmin A u B ¢
Npo(U/IaKTUUECKOM 11e/bI0 TI0TyUaroT MperapaThl Koary/siiMOHHbBIX (aKTOPOB [I/st
CaMOCTOSITE/TLHOTO (WK C TIOMOIIbI0 POZICTBEHHUKORB) BBeZIEHUSI.

[TaiueHTBI CO CpeAHEM CTeNeHbI0 THKeCTH TI0/AydaloT JiedeHWe TIpU
BO3HUKHOBEHUM reMOpparnyeckux 3m130/0B.

KOHCY]'H)T(:ITHBHEIH IIOMOIIIb IMallMEHTaM OKd3bIBAE€TCA Ha 6(:138 remMaTo/siornue CKux
OT,Z[EJ'IEHI/II;’I O6JIaCTHbIX 6OJ'IBHI/IL[, KOHCY/IbTATUBHLIX LIEHTPOB KPYIIHbBIX T'OPOJOB,
PHITLI,



