17 anpesst — BceMupHBbIii JeHb reMO(pUIHA

ExeromHo B ampese olWH W3 JHEH 3M0POBbS IMOCBAIMIACTCS TeMO(HINY.
['emModunus - 3TO HACIEACTBEHHOE 3a00JIeBaHWE, CBSI3aHHOE C HAPYIICHUEM
CBEPTHIBAHUSI KPOBH, KOI/IA JIOOBIE TOPE3bl WM HE3HAUYUTEIbHBIE TPaBMbI
IPUBOJISAT K KPOBOTEUCHHSIM, KOTOPHIE OPraHU3M HE MOXET OCTAaHOBHUTH CaM.
OnacHee BCEro BHYTPEHHUE KPOBOUBIUSHMS, KOTOPHIE MOTYT MIPOH30MTH,
JlaKe €CIIM YEJIOBEK CJIETKa YJApUTCS JIOKTEM HIIH KOJIEHOM.

[Ipuunnoit  3TOro  3aboneBaHust  sABIAETCS  AeuIuT  (GakTOpoB
CBEPTHIBaHUs KPOBU B Pe3yJibTaTe€ M3MEHEHUS OJHOTO I'eHa B X-XpOMOCOME,
KOTOPBIM U OTBEYAET 3a BHIPAOOTKY CHENU(PUUSCKUX OCIKOB, YUACTBYIOIIUX B
PETYIISIINY CBEPTHIBAHUS KPOBH.

HacneactBeHHol remoduineil 00JI€I0T UCKIIIOUUTENBHO JUIA MY>KCKOTO
nona. PacnpocTpaHeHHOCTh 3TOM MATOJIOTMM B MHUPE COCTAaBIIAET | ciaydail Ha
10-50 ThIC. MYKCKOT'O HACEJICHUSI.

XKenmmupl nepenaroT U3MEHEHHYI0 X-XpOMOCOMY CBIHOBBSM, HO CaMu
TUM 3a00JIEBaHMEM TMPAKTHYECKH HE OOJICIOT: HACIEJCTBEHHBINH eIt
(akTOpOB CBEPTHIBAHMSI KPOBU Y JKEHIIUH — OYE€Hb PEIKOE SBJICHUE.

Ha TsxkecTh TeUeHHs 3200/1eBaHus BJUSET CTeNeHb Aeduuura
(pakTOpPOB CBEPTHIBAHUSA, BHI3BIBAIONIUX MOTEPI0 CIIOCOOHOCTH KPOBH K
CBEPTHIBAEMOCTH

B 3aBucuMoctu ot ypoBHs Aeduiura 3Tux (PakTopoB pazinuyaroT JETKYIO,
CPEIHETSHKENYIO U TSKEIYI0 CTENEeHU 3a00J1eBaHus.

[Ipu nerkoii crenenn reMouinu coiepkanue (PakTOpoB CBEPTHIBAHUS
KpoBU cocTaBisieT 5-25% OT HOpPMBI, KPOBOTEUCHUSI pEIKHE, Mallo
WHTEHCHUBHBIC, BOSHUKAIOT MPU TPaBMax, B XOJIe OTMEpPAIMH, MPU IKCTPAKIIUU
3y0a. BeisiBisieTcs 0OBIYHO B IIIKOJIBHOM BO3pacTe.

[Ipu cpennerspkenol cremeHu  3a00JeBaHUST  YPOBEHb  (PAKTOpPOB
koneobnerca or 1% no 5% oTr HOpMBI, TeMOpparuyecKue MpPOSBICHUS
(KpOBOM3JIMSHUS B CYCTaBHBIC CYMKH, MBIIIIIBI) HOCSAT YMEPEHHBIN XapakTep, B
aHalM3e MOYM OOHAPYKUBAIOT APUTPOUUTHI. OOBIYHO CHMITOMBI TeMO(MINN
MOSIBIISIFOTCS YK€ B JIOIIKOJIBHBIN TIEPUO.

[Ipu Tsxeneit cremeHu 3a0o0JieBaHUS YPOBEHBb (DAaKTOPOB CBEPTHIBAHUS
KpOBU OYCHb HHM3KHU (HMKE 1%), MO3TOMY BBIpaXKCHHBIE TIeéMOpPpPArnuecKue
IpOSBIICHUSI PA3BUBAIOTCS YK€ B paHHEM JIETCTBE: pPacHpOCTPaHEHHBIE
reMaToMbl (CKOIUICHWSI KPOBHM) Ha TOJIOBE, YCHJIEHHOE KPOBOTCUEHHUE U3
NYIMOBHHBI y HOBOPOXKICHHBIX, YEPHBIA CTyl (MeJcHA) B pe3yjbTare
KPOBOTOYHMBOCTU JIECEH NMPHU MPOPE3bIBAHUU 3yOOB HIJIM CMEHE MOJIOYHBIX Ha
KOpPEHHBIC, BO3MOKHBI KPOBOM3JIUSHUS BO BHYTPEHHHE OpraHbl. B HEKOTOPBIX
CJIy4dasix TeMaTOMbl MOTYT BO3HUKATh 0€3 CBSI3M C TPABMaMH.



IIpusHaku remopuanu

XapakTepHbIMU NPU3HAKAMU Te€MO(PUINHN, KOTOPhIE CBUAETEIBbCTBYIOT O
nedunute (HakTopoB CBEPTHIBAHUS KPOBU U KOTOPBIE JOJIKHBI HACTOPOKHUTH
POIUTETIEH, IBISFOTCS:

- pa3IM4YHbIE CHHSKH, KPOBOIOATEKH (B MBIIIAX, MNOJ KOXEH U Ap.),
CBS3aHHBIC C HE3HAYUTEIBHBIMU YIIMOAMHU - BCTPEYAIOTCS TMPAKTUYECKU Y
KQ)XJIOTO IISITOTO YEJIOBEKA C ATUM JUArHO30M U OTIWYAIOTCS OOLIMPHOUN 30HOM
pacnpoCTpaHEHHUs, MOTYT CONPOBOXAATHCS OOJIEBBIMH OIIYLIEHUSMH, €CIIU
CIABJIMBAETCA BHYTPEHHUI HEPBHBIN CTBOJI WM COCY;

- KpOBOTEUYEHHSI U3 MOPE30B, U3 JYHKU YJAJIEHHOTO 3y0a, JEeceH, Mocie
XUPYPTrAYECKUX BMEHIATEIbCTB, TPABM, KOTOPbIE BO3ZHUKAIOT 4epe3 6-8 JacoB
MOCJI€ TPABMUPYIOIIKUX 00CTOSATEIBCTB, TO €CTh HOCAT OTCPOUCHHBIN XapaKTep;

- CKOIUIEHHE KpPOBH B IIOJIOCTH CYCTaBOB (B KOJICHHBIX, JIOKTEBBIX,
TOJIEHOCTOIHBIX U JIp.) IPY HE3HAYUTEIBHOM TPaBME;

- MosBJICHHE KpoBH B Moue (remarypus - oT 14 mo 20% ciydaes),
BO3HHMKAET CAMOIIPOM3BOJBHO WM TMOCJEe yIHOa TOSICHULBI, MOXKET
COMPOBOXKAATHCS OOJEBBIMU OIIYLIEHUSMH 110 TUITY TOUYEUHOMN KOJIHUKU;

- KHUIIEYHOE KpPOBOTEUEHHE — TMposBisieTcss y 8% OONbHBIX TAKEIOU
dopMoii remopmiIMM B BHAE «UEPHOTO» JKUIKOIO CTyjda, pPE3KOro
TOJOBOKPY)XEHHsSI,  CIabOCTH,  MOXET  IPOBOLUPOBATHCA  MPUEMOM

JIEKAPCTBEHHBIX CPEACTB (CTEPOUIbI, AHAITETHKH);

- KPOBOM3JIMSIHUE B OpbIKEMKY — BBI3BIBAET MPUCTYN OCTPhIX OoJel B
KUBOTE, KOTOpbIE HMEIOT CXOJHYI0 KIMHUYECKYIO KapTUHY C OCTpOH
XUPYPrUUECKOM  maTojioruel  (anmeHJuUUTOM, [EPUTOHUTOM,  OCTPOH
KUIIIEYHOW HEMPOXOIUMOCTHIO);

- TEeMOpparu4yeckue HWHCYJIbThl HAOMIOAIOTCS MpakTUYecku y 5%
3a00JIeBIIMX B pe3yJibTaT€ KpPOBOTEUYEHHsS B TKaHb MO3ra, 4aiie y JIHII
MOJIOJOTO  BO3pacTta (CMMIITOMBI ~ 3aBUCAT OT  JIOKAJW3alMud  oyara
KPOBOTEUECHMUS).

OTU CUMIITOMBI JIOJDKHBI CTaTh MOBOJOM I OOpallleHusi K neauarpy u
IPOBEACHUS  JOMOJIHUTENbHBIX HCCIAEAOBAaHUM KPOBM Ha  OIpEICIICHHE
nokKasaTesiell CBepThIBa€MOCTH (Koaryiorpamma). Takyke Bcerzga MOKHO
MOCETUTh TeMaToJIora

JIMarHOCTUYECKUMHU TMPU3HAKAMU  SBJISIIOTCA.  YBEJIMYEHUE BPEMEHU
CBEPTHIBAHUSI KPOBHU U CHIDKEHHE KOIMUECTBA (haKTOPOB CBEPTHIBAHUS KPOBH.

Jleuenue

Jleyenne remouIMKM 3aKIOYAETCS B TPUEME MpernapaToB, KOTOPHIC
KOMIICHCUPYIOT HACJIEICTBEHHBIH IePuiuT (HaKTOpoB CBEPTHIBAHUS KPOBU
(3amecTUTEeIbHAS TEpamus), TaK Kak IIOJHOCTHIO BBUICYWUTH IMAI[MEHTa OT
JAHHOTO 3a00JICBaHMS HEBO3MOXHO. Jl03MpOBKA 3aBHUCHUT OT BHAA M CTCIICHH
TSKECTH 3a00JIEBAHUS.



BobiiessiioT 2 HanpaBJIeHUs B JIeYeHUH reMo(puIum:

1. npodunakTuueckoe BBEAECHUE KOHUEHTPATOB (PAKTOPOB CBEPTHIBAHUS
KpOBU TALKMEHTaM C Tskenoll (opmoit remodunuu 1-3 paza B Heaemo s
OPEeNyNpeKACHUST Pa3BUTHS KPOBOTEUYEHUH, a TakXkKe JOMOJHUTEIBHOE
BBEJICHUE IMPENapaToB IMEpe] XUPYPTHYECKUMH BMEIIATENbCTBAMH, BKIHOYAs
yaaneHue 3y0oB;

2. Je4YeHue B TMepuojJi 00OoCTpeHHs 3abojieBaHUs, Korja JAedUITUTHBIC
(akTOpbl CBEPTHIBAaHUS KPOBU BBOJSTCS B JIEUEOHOM T03UPOBKE.

MeauuuHa He CTOUT HA MecTe.

B apcenane remartosioroB uMerOTCAd S(PQPEKTHBHBIE MpenapaTbl s
NpEJOTBPAIEHUSI U CHIDKCHUSI YacTOThl KPOBOTECYEHUM C HMHTHOUTOPHOM
dbopmoii remopunuu A (HaciencTBeHHbIM aeduiutom daktopa VIII).

B Bpectckoit obmactu y remarosniora Habm0ma0TCs 4 MalUeHTa ¢ 3TOU
dbopmoii TemoduIIKA, KOTOpPhIE B TeUYEHHWE roja OecCIuIaTHO TOJIy4aloT 3TH
JIEKApCTBEHHbIE cpelncTBa. biarogaps UM OHM MOTYT MOCENIATh IIKOAY U
JNETCKUM cajl, 4YTO 3HAYUTEIBHO YJIYYIIaeT UX COLMAJIbHBIN CTATyC U MOMOTAET
UHTETPUPOBATHCS B COBPEMEHHYIO KU3Hb. [0 3TOTO et 00ydanuch Ha AOMY U
HE I0CeIanu JETCKAN cal.

[IporHo3 >KM3HU [JIs1 MAIMEHTOB C ATUM 3a00JE€BaHUEM B HACTOSAIIEE
BpeMs 01aronpusiTHBIM.

Mpodpuiaakruka remoPpuiaum.

[Ipodunaktuka mpennonaraer MPOBEACHUE MEIUKO-TEHETUYECKOTO
KOHCYJIbTUPOBAHUS CYIIPY)KECKUX AP, MMEKILIUX OTITOLIEHHBIM CEMEWHBIN
aHaMHe3 10 reMopUIInu.

[ maBHBIN BHENITATHBIN CEIIUATIUCT

MO JETCKOM IeMaToJIOTUH TJIaBHOTO

YIIPABJIEHUS 110 31PABOOXPAHEHUIO

Bpecrckoro obnaucnonkoma T.W. Ho3npun-IInotHunxkas



