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I'emodumuss — »5TO HACICACTBEHHOE 3a00JICBaHUE, CBSI3aHHOE C
neeKTOM IIa3MEHHBIX (DaKTOPOB CBEPTHIBAHUSA, XapaKTepU3YIOIIEecs
HAPYLICHUEM CBEPTHIBAEMOCTH KPOBH.

N3BecTHa naHHas martoJiords ¢ ApeBHUX BpeMeH: enie BO Il Beke no
Hamleu 3pbI O CBHIBAINCH cly4yau ruoenu MaJIbYUKOB oT
HETIPEKPAIIAIOMIETOC KPOBOTEUEHHUSI, BO3ZHHMKAIOLIETO TNOCJIE MPOUEAYPHI

oOpe3aHus.
Tepmun «remodumus» ObUT peasiokeH B 1828 roay U mporuCXoauT OT
rpedeckux cioB «haima» — kpoBb U «philiay — CKIOHHOCTB, TO €CTb,

«CKJIOHHOCTb K KPOBOTCUCHUSIMY.
['emodunust mosBiseTCS M3-32 U3MEHEHUS! OJHOTO T€Ha B XPOMOCOME

X. Paznmuyatot Tpu tuna remopunun (A, B).

o T'emodpwmus A (peueccuBHas MyTaidsi B X-XpOMOCOME) BBI3BIBAET
HEJI0OCTaTOYHOCTh B KPOBU HEOOXOIUMOro Oelka — TaK Ha3bIBAEMOTO
daktopa VIII (aaTuremodunpHOoro riaoOymuHa). Takas remoduims
CUMTACTCSl KJIACCUUECKOM, OHA BCTpevaeTcs: Hanbosee yacto, y 80—85%
O0onpHbIX TeModunuen. TspkEnple KpPOBOTEUEHHMS] MPU TpaBMax M
onepanusix Habmonarorcs npu yposHe VIII daktopa — 5—20 %.

o l'emopumusa B (peueccuBHass MmyTtanuss B X-XpOMOCOME) —
HemoctatouHocTh  (hakTopa tmasmbl  [X  (Kpuctmaca). Hapymieno
o0Opa3oBaHuE BTOPUYHOTO KOATYJISLIMOHHOTO CTYCTKA.

['emodunuss — 310 HacleAcTBEHHOE 3a0osieBanue. ['eHbl reMopuanu
HaxOoJsTCs B MOJOBOM X-XpOMOCOME, KOTOpask MEPENAOTCA OT AeAa K BHYKY
4yepe3 370pOBYIO J0Ub — HOCUTEIBbHUILY Je(peKTHOro TeHa. To ecTh 00OBIYHO
OOJI€3HBIO  CTPAJAIOT MYXKYMHBI, JKCHUIMHBI K€ BBICTYHNAIOT  Kak
HOCHUTEJIbHUIIBI TeMOGWINM U MOTYT POAUTH OOJIBHBIX CHIHOBEH WIIK
nouepeii-HocutenbHull. [lo cratuctuke BO3 mpumepHO OauH MitaieHEI
Mysxckoro mona u3 5000 poxxnaercst ¢ remodunuenn A, BHE 3aBUCUMOCTH OT
HallMOHAJIbHON WJIM PACOBOM ITPUHAIIEKHOCTH.

N3 ucropun. Camoit u3BECTHON HOCUTEIbHULIEH TeMOGUINHN B UICTOPUU
cTajla aHIyMhcKas KoposieBa Bukropus. Ecte Bepcus, 4TO0 MyTauus
IIPOM30IIIa UMEHHO B T€HOTHUIIE, TIOCKOJIBKY B CEMBSX €€ POJIUTEINEH JIFOIEH,
cTpajarouux reMmoduianeit, e Obuto. Ilo nmpyroit Bepcuu, HamuuMe reHa
reMouinu y KopoJieBbl Buktopuu MoxkeT ObITh OOBSICHEHO TEM, UTO €&
oTuoM OblT He Dnayapna ABryct, repuor KeHTckuil, a Apyroil Myx4yuHa,
oonpHOM Temoduaueii. Ho HCTOpHYECKMX CBHAETENIHCTB B TOJB3Y 3TOU
BEPCHUU HE CYIIECTBYET. AHIIIMICKAs KOpoJeBa nepeaaia 3To 3a00JIeBaHNE B
«HACJIEICTBO» LAPCTBYHOIUMU ceMbsiMU ['epmanun, Mcnanuu u Poccum.
I'emodunueit crpaman oauWH U3 ChIHOBeHM Bukropuu, psag BHYKOB U



IIPAaBHYKOB, BKJIt04asg poccuiickoro mapesuda Aunekces HukomaeBuua.
HNMeHnHo mo3Tomy 3ab0s1eBaHUE TOTYYUIIO CBOU HEPOpMaIbHbIC Ha3BaHUS —
«BUKTOpUAHCKas 00JIE3HbY U «11apcKasi 00JIE3HbY.

CumnrTombl reMmoguIum.

Y HOBOPOXICHHBIX JI€TEH MNpU3HAKAMU TeMO(UIMU MOTYT CIIYXHUTb
JUIATEIIbHOE KPOBOTEUYEHHUE u3 MyTIOYHOU paHKH,
MOJIKOXKHBIE TeMaToMBbl, Ke(amoremaTombl. KpoBoTeueHus: y AeTeil mepBoro
rojila >KU3HU MOTYT OBITh CBSI3aHBI C MPOPE3bIBAHHEM 3YOOB, OINEpalUsMU.
OcTpble Kpasi MOJIOYHBIX 3yOOB MOTYT CTaThb NPUYMHOW MPUKYCHIBAHMS
A3bIKa, TYO, IIEK U KPOBOTEYEHHM M3 CIU3UCTHIX OOOJIOUEK IMOJIOCTH PTa.
OpnHako, B rpyAHOM BO3pacTe reMo(uiins Je0TUPYET PEIKO B CBSI3U C TEM,
YTO MAaTEPUHCKOM MOJIOKE COJIEPKHUTCS JOCTATOUHOE KOJMYECTBO AKTUBHOIO
(depmeHTa- TpoMOOKHHA3bI, KOTOpas CIOCOOHA yiydliarh (OpMUPOBAHHE
CTYCTKA.

BeposTHOCTP  NOCTTPaBMAaTUYECKUX  KPOBOTEUYEHUM  3HAYUTEIIBHO
BO3pacTaeT, Korjna pedeHOK ¢ reModuivell HauWHAaeT BCTaBaThb U XOJHUTh.
Jlnst nereit mocie rojia XxapakTepHbl HOCOBBIE KPOBOTEUEHUS, MOJIKOKHBIE U
MEXMBIIIEYHbIE T'€MAaTOMBbl, KPOBOMBJIMSIHUS B  KPYIHBIE CYCTaBBlL.
OO0ocTpeHusi reMoOpparnyeckoro auaTe3a CIy4aroTcs IOCHE MEePEeHECEHHBIX
unpeknuit (OPBU, BeTpsaHKH, KpACHYXH, KOPH, TPUIINA U Jp.) BCIEICTBUE
HapyLIeHUs NPOHMIIAEMOCTH COCYIOB. B 3TOM ciydae HEpeAKO BO3HUKAIOT
CaMOIIPOU3BOJIBHBIE JUANCAE3HbBIE TeMOpparud. BBHUAY TNOCTOSHHBIX U
IUIUTEIIBHBIX KPOBOTECUYECHU I y neTen v remounuein
Pa3BUBAETCS AHEMUS PA3JIMYHON CTEIIEHH BBIPAKEHHOCTH.

[lo crenmeHu yOBIBaHUS YaCTOTHI KPOBOWBJIMSIHHUS TPU TEMOQPHIUH

pacmpeaessiFoTcs cleayronmM oopa3zom: remaptposbl (70—80%), remaToMBI
(10-20%), reMarypus (14-20%), xKenyqO4YHO-KHILIEYHbIE
kpoBoteueHus (8%), kposouznusinus B [THC (5%).
['emapTpo3bl SABISIIOTCS HAaMOOJIee YaCThIM U CHEIU(DUUECKUM TPOSIBICHUEM
remobunuu. IlepBble BHYTPUCYCTaBHBIE KPOBOMBIUSHUS Yy J€Ted C
remoduIuel ciay4daroTcs B Bo3pacte 1-8 neT mocie ymmoOoB, TpaBM WA
crioHTaHHo. [lpu remapTpo3e BbIpaxkeH OOJEBOM CHHIPOM, OTMEYACTCS
yBEJIWYEHUE CycTaBa B 00beMe, TUTIEPEMUS U TUMIEPTEPMUS KOKHU HaJ HHUM.
PenmnuBupyromme reMapTpo3bl NPUBOAAT K  PA3BUTHIO XPOHUYECKOTO
CUHOBHTA, 1€()OPMUPYIOIIETO ocTeoapTposa u KOHTPAKTYP.
Hedbopmupyrommii  ocTeoapTpo3 MPUBOAUT K HAPYIICHUIO JTUHAMHUKU
OTIOPHO-/IBUTATEJILHOTO amnmapara B 1eJIOM (MCKPHUBJICHUIO TO3BOHOYHHUKA U
Taza, TUMIOTPO(UU MBIIIII, OCTEOTIOPO3Y, BaIbI'YCHOU MedopMallid CTOIbI U
1p.) ¥ K HACTYIUJICHUIO MHBATUIHOCTU YKE B JETCKOM BO3pacTe.



[Ipu remoduanKu 4aCTO BOZHUKAIOT KPOBOUBJIUAHUS B MATKUE TKAHU —
MOJKOXKHYIO ~ KJIETYaTKy M  MBIIIBL. Y  jgeTeil  OOHApYy>KUBArOTCS
HENPOXOJSIIME CHHSAKM HA TYJOBHILE M KOHEYHOCTAX, YAaCTO BO3HUKAIOT
riiyOOKHEe MEXMBIIIEYHbIE TeMaTOMbl. TakKhe TeMaTOMbl CKJIOHHBI K
PacCIpOCTPAHEHUIO, IIOCKOJIBKY H3JIMBIIASCA KPOBb HE CBOPAYMBACTCS W,
npoHUKas BAONAb dacuuii, HHPWIbTpUpYeT TKaHU. OOUUpHBIE U
HalpspDKEHHBIE TE€MAarTOMbl MOTYT CHABIMBATh KPYIHBIE apTEPUU WU
nepudepuuecKue HEPBHBIE CTBOJIbI, BbI3bIBAasi HHTEHCUBHbBIE OOJIH, MMapajiud,
aTpo(UI0 MBI UM TAaHTPEHY.

JIOBOJIbHO YaCTO MPHU reMO(PHINKA BO3HUKAIOT KPOBOTEUEHUS U3 JIECEH,
Hoca, mouek, opraHoB JKKT. KpoBoreueHne MOXeT ObITb WHUIUUPOBAHO
JTHO0BIMU MEIULUHCKUMUA MaHUITYJISUUAAMU (BHYTPUMBIIIEYHOU
WHBEKITUEHN, DKCTpaKIuen 3y0a, TOH3WIIIKTOMUEH U ap.). Kpaitne omacHpIMU
i peOeHKa ¢ reMo(uIuelt ABISIOTCS KPOBOTEUEHHS U3 3€Ba M HOCOTJIOTKH,
MOCKOJIbKY MOTYT TPUBECTH K OOCTPYKUMH JbIXaTEJNbHBIX MyTeH U
noTpedoBaTh HKCTPEHHOM TpaxeocToMUH. KpoBOM3IMSHHUS B MO3TOBbBIE
000JIOUKH U TOJOBHOM MO3T MPUBOAAT K TspKeNbM nopaxeHusM [THC unu
JIETAIBHOMY UCXOLy.

['emarypust npu reMopUINU MOKET BO3HUKATh CaMOMPOU3BOIBHO WU
BCIICJICTBUE€ TpaBM TMOSACHUYHON oOmactu. Ilpm »3TomM oTmedaroTcs
OU3ypUUYECKUE SBJICHUS, TMpPU OOpa30BaHUU KPOBSHBIX CIYCTKOB B
MOYEBBIBOJSIIIIUX MYTAX - MPUCTYIHI MOYEYHOM KOJHMKU. Y OOJBHBIX C
reMouiinein HEPEIKO OoOHapy>KUBAIOTCS
MUEJI0AKTa3Us, TUAPOHE(DPO3, MHETOHEPPUT.

XKenynouHo-KuIIeuHble KPOBOTEUEHUS! Yy MALMEHTOB C reMoguineit
MOryT ObITh cBsizanbl ¢ mpuemoM HIIBC u np. mekapcTB, ¢ obocTpeHueM
JATEHTHOTO TEYEHUS SI3BEHHOW OOJIe3HH >KeTyJKa U ABEHAAaTUIIEPCTHOM
KHUIIKH, DPO3UBHBIM  TaCTPUTOM, remoppoeM. IIpm KpoBOM3IMAHMAX B
OpbDKEWKY M CaJbHUK pa3BUBAETCS KapTUHA OCTPOTO KUBOTA, TpeOyrouias
auddepeHMaNIbHON  UATHOCTUKU C OCTPBIM  allleHUIIUTOM, KUIIEYHON
HENPOXOJAUMOCTBIO U JIP.

XapakTepHbIM TMPU3HAKOM TeMO(DHINU  SBISIETCS  OTCPOYEHHBIIM
XapakTep KPOBOTEUYEHHMs, KOTOPOE OOBIYHO pa3BUBAETCS HE Cpas3y IMOCHe
TPaBMBI, @ Uepe3 HEKOTOPOE BPEMS, MHOT1a CITyCTs 6-12 yacos.

JAnarnocruka
HuarHoctuka remMouind OCHOBaHa Ha CEeMEHHOM aHaMmHese,
KIIMHAYECKOW KAapTUHE W JaHHBIX JIAOOPATOPHBIX MCCIEIOBAHUM, Cpeau
KOTOPBIX BEAYIIEE 3HAYCHUE UMEIOT:
o YBEIMYCHUE [UIMTEIIBHOCTA CBEPTHIBAHUS KANWUIAPHOW W BEHO3HOU
KPOBH.



o YMEHbIIICHUE KOHUEHTPALMA OJHOTO M3 aHTUTeMO(QUIbHBIX (PaKTOPOB
(VIIL IX).

[Ipo10KUTENBHOCTS KPOBOTEUEHHSI U COJIEPKAaHUE TPOMOOILIMTOB MPH
reMoQUIni HOPMaJbHbL, MPOOBI KIyTa, IIUNKA U JIPYTHUEe SHIOTEIUATbHbBIC
npoObl oTpuuatenbHbl. KapTuHa mnepudepuyeckoil KpoBH HE HMeEET
XapaKTepHbIX W3MEHEHHM, 3a UCKIIOYEHHEM 00Jiee WM MEHEE BhIPAXKEHHON
aHEMUU B CBSI3U C KPOBOTCUCHUEM.

I'emodunmuio nuddepenuupyror ¢ Oonesnbto (o Buinedbpanaa,
TpombacTeHuel [ sHIMaHHa, TPOMOOIIMTOIIEHUYECKOU My pIypoH.

Jleuenue

OcHOBHOM MeTOJ JIeYeHUs - 3aMECTUTENIbHAs Tepamnus. B Hacrodiee
BpeMsi C 9TOHM I1enblo ucnonb3ytoT koHreHTparsl VIII m IX dakTopos
CBEPTHIBAHUSI KpPOBU IUIa3MaTHYECKHE WM peKoMOuHaHTHbIE. J[03bI
KOHIEHTpaToB 3aBucAT oT ypoBHsS VIII wmm IX ¢aktopa y kaxmoro
00JIBHOTO, BUJIa KPOBOTEUECHUSI.

Jj1s BoccTaHOBJICHUS (DYHKIIMM CYCTaBOB MPOBOASAT KYpPChl peaOUIUTAIIH.
[Ipy HanM4KMKM apTPONaTHUH NOKA3aHO SHAONPOTE3UPOBAHUE CYCTABOB.

Bce xupypruueckne W CTOMArOJOTHYECKHE OIEepalydyd MPOBOIAT IOA
MPUKPBITUEM 3aMECTUTEIBHON (PAaKTOPHOU Tepamnui.

[Tpu nerxoit popme remodpunuu A BO3MOKHO NPUMEHEHHE JECMOIIPECCHHA.

C uenpto mnpoGUIAKTUKK POXKACHUS pebeHka ¢ reMmoduuei
MPOBOJATCS ~ MEIUKO-TEHETUYECKOE  KOHCYJIBTUPOBAaHUE,  BO3MOKHA
IpeHaTaIbHasl JUarHOCTHKA.

B Pecnybnuke benapych Bce MalMEHThl C TshKeIod (HopMoit
remopuinn A u B ¢ nmpopuiakTUuecKOW IeNbl0 MOMYy4aroT Mpenaparhbl
KOAryJsiIMUOHHBIX (DAKTOPOB JUIsl CAMOCTOSITENIBHOTO (MJIM C TOMOIIbIO
POJICTBEHHUKOB) BBEJCHUSI.

[TauueHTBI CO CpeaHEN CTENEHBIO TSHKECTH IOJYYaroT JICUEHUE IIPU
BO3HUKHOBEHHH I'€MOPPArNYECKHUX SIU30/10B.

KoncynbraTuBHass mOMOIIb MallMEHTaM OKa3blBaeTcsi Ha 0ase
reMaToJOTUYECKUX OTACJICHUNA OOJIACTHBIX OOJBHULl, KOHCYJIbTAaTUBHBIX
LIEHTPOB KpYyNHbIX ropoxos, PHIILL.



