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V BCEPOCCUNCKM MEOVNATPUYECKMIA ®OPYM CTYAEHTOB U MONOALIX YYEHLIX «BUPTYO3 MEANATPUN»

KNMUHUYECKUN CNYYAN PEOKOW
KOATYNOMATUMN

Cna6aukos K.O.
HayuHbI pykoBoauTenb: aoueHT H.B. ®eauHa

POy BO «PsasaHckui rocyaapCTBEHHbI MEOVULMHCKUN
yHuBepcuteT umenun akagemuka W.MN. Nasnosa» MuH3apasa
Poccuu, Pasanb, Poccus

Knrouesnie criosa: knuHu4eckul criyqal;
2UronpoKoH8ePMUHEMUSI; pedKue Koazynonamuu;
MPOKOHBEPMUH, XKerTyO0YHO-KULWEYHOE KPO8OMeYeHUe;
anmakoe anbga

Axmyanvrocms. Jedpunur VII dpakropa (FVII) cBEprhiBanus
KPOBH, WJIM HACJIEICTBEHHAs THITONIPOKOHBEPTHHEMUS — PEIKOE
ayTOCOMHO-PELIECCUBHOE TeMOpparuueckoe 3ab0oneBaHue, BCTpe-
yaromeecs ¢ yactoror 1:500000 1 KITMHUYECKH MPOSIBIISIOIIEECs
Koarynonarue, HanoMuHaroniei remodunmto. C paHHero Bo3pac-
Ta BO3HUKAIOT KPOBOTEUEHUS PA3IUYHON JIOKAIU3aLUH, TeMaTo-
MBI, TT037/HEeE NpUcoeauHsIoTCs reMapTpo3bl. ['en FVII naxoaut-
cs Ha MHHOM 1iede 13 xpomocomsl (13q34), onucano Gosee
250 myranuit 3Toro rena. JledeHue BKIIOYAaeT IPUMEHEHHE pe-
xoMOuHaHTHBIX npenaparoB FVII pa3nuunoii nponomxkuTenbHo-
CTH, Yallle B PeKUME «II0 TPEOOBAHUIO.

Onucanue kaunuuecxozo cayyas. Iamumenr I, 15 net mocty-
IIHJI B 9KCTPEHHOM TOPsAKE B IPUEMHOE OTAEICHUE C TUarHO30M
KETyA0IHO-KUIIIEYHOE KPOBOTEUEHHE U IIPU3HAKAMHU ITOCTIEMOp-
parudeckoit anemuu. 3a 10 qHei 1o rocnutanu3anuy Hadmoaancs
CTyJ 4€pPHOTO LIBETa, NMOSBUJIACH HapacTaromas ciabocTb U CHU-
JKeHHUE arlleTuTa.

W3 anaMHe3a KU3HU U3BECTHO, YTO B IEPUO/IE HOBOPOXKIEH-
HOCTH IIEPEHEC HOCOBOE KPOBOTEUEHHE, KPOBOU3IIHMSIHUE B TOJIOB-
HOU MO3T, Ke(anoremMaromy B 00JIaCTH MPaBOW TEMEHHOW KOCTH,
TSDKeNTyto aneMuto. Ha iepBoM roty s>KU3HU HEOJJHOKPATHO FOCIIU-
TaJIU3UPOBANICA B CBA3U C PELUIUBUPYIOLINM reMOPParniecKuM
CHHJIPOMOM B BHJI€ TeMaTOMe3HCca, KPOBOTEUEHUH MPH ITPOPE3bI-
BaHUH 3y0O0B, B 00JIee MO3JHEM BO3PACTEe — IreMapTpo30B. Y 60Ib-
HOT'O OTMeYajcs CTaOMIbHO HU3KUH yPOBEHb MPOTPOMOUHA MpU
HopMmainbHbIX 3HaueHusX VIII u IX ¢aktopoB cBepThIBaHUS KPO-
BU. JIeueHue pacTBOPOM MEHaAMOHa HAaTpHs Oucynb(pura ¢ 1nojo-
KHUTETBHBIM d(dexToM. B Bo3pacte 3 net ObLT yCTaHOBIICH AHa-
THO3 THIONpokoHBepTuHeMHS (ypoBenb VII dakropa — 3,4%),
Ha3HaueH IIperapar dMTaKor anbda aKTUBUPOBAHHBIN B pexXnuMe
«10 TpeboBaHUIOY». HU3Kas KOMIUIAGHTHOCTh K TIPOBOMMOM Te-
panuu COnpoBOKAAIACh HOBTOPHBIM IT'€éMOPpParn4eCKUM CHHAPO-
MOM, FeMapTpO3aMH KOJICHHBIX, JIOKTEBBIX U TOJIEHOCTOIIHBIX CY-
CTaBOB C Pa3BUTUEM KOHTPAKTyp W aprpomaruii. B Bo3pacre 15
JeT y 00bpHOTO OblTa MarHOCTHPOBAHA SI3Ba JIBEHAILATUIIEPCT-
HOM KHMIIIKH, OCJIO’KHUBIIIASICS. MACCHBHBIM JKEJTY/I0YHO-KHIIIEYHBIM
KPOBOTEUCHUEM, IOTPEOOBABIINM IIPOBEACHHE TOBTOPHBIX IT'eMO-
TpaHc(y3UH U IJIMTEILHOTO BBEACHUS PEKOMOMHAHTHOTO TIIpera-
para VII dakropa.

3axniouenue. Penxue HOpMBI KOATYIOTIATHIA BO3MOXKHBI B KITH-
HUYECKOU MpaKTHKE U TPeOyroT paHHEN TMarHOCTUKH C Ha3Haye-
HHE aJIeKBaTHOTO JIGYEHHUs, 0COOCHHO y JIeTel paHHEeTo Bo3pacTa,
YTO IPEefOTBpALAET Pa3sBUTHE OCIOKHEHUH U PaHHIOI MHBAJIU-
JIU3aLMIO OOJIBHBIX.
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