17 AIIPEJISl - BCEMUMPHBIN JIEHb TEMO®UJIAN.

Esxeromno 17 ampens MHOTHE CTpaHbl MHpa oTMedaloT BecemupHnslit neHp remoduinu. Cama
nata, 17 ampens, npuypoueHa KO JHIO POXAEHHsI ocHoBaTenss BcemupHoil deaepanuu remoduinnu
(World Federation of Hemophilia, WFH) ®psuka [IHaiibens u ormeuaercst ¢ 1989 roma Bo MHOTHX
ctpanax mupa. [lo nanusiM BcemupHO#l opranuszanuu 3apaBOOXpaHEHMs, HA CETONHSAIIHUIN JCHb
60nbHBIX TeModuirel B Mupe 0koiio 400 ThICSY YeIOBEK.

I'emodpunnss — HECBEpTHIBAEMOCTh KPOBH — OAHO M3 TSDKENEHIIUX TeHEeTHYECKUX
3a00JIeBaHNH, BBI3BAHHOE BPOKICHHBIM OTCYTCTBHEM B KPOBU HEKOTOPBIX (DAKTOPOB CBEPTHIBAHHS.

Paznmuuarot Tpu tuna remodrmiiu (A, B, C).

I'emogpunusa A, unu xnaccuueckas remodunust (pereccuBHas Myrtauusi reHa F8 B X-
XpoMocoMe). DTOT BUJl BO3HUKAET HU3-3a OTCYTCTBHS B KPOBU aHTHUTeMO(UIBHOTO IIIO0YJIHHA, WU
dakropa VIII. Berpeuaetcs y 80-85% O0ONbHBIX.

TI'emoghunus B (peneccuBHas mytaius reHa F9 B X-xpomocome). IToT Buj 0oJjiee penKuil u
BO3HUKACT H3-32 OTCYTCTBUS B KpoBH (hakropa Kpuctmaca (daxrtopa IX). Berpewaercs y 15%
OOJIbHBIX.

I'emogunus C (ayrocOMHasi peIeCCUBHAS MyTalus). OTOT BUA TeMO(DHINU CErOIHS
UCKITIOYEH U3 KJIacCU(UKALMU, T.K. €€ KIMHUYECKUE MPOSBICHUS 3HAUUTEIBHO OTIIMYAIOTCSA OT A U
B. Ona BcTpeuaeTcst B OCHOBHOM y HEKOTOPBIX CYOITHUUYECKUX TPYII HACEJIEHUS.

Tak ke pa3nmuyaroT TpPU CTENEHH TSHKECTH: JIeTKas, CpenHss U Tskenas. bonesHb
COMPOBOXKIACTCS YaCTHIMU KPOBOUBIHUSHUSIMH B MSTKHE TKaHH, CYCTaBbl, BHyTPEHHUE OPTaHbI.

I'emodunmeit crpanaioT OOBIYHO MYKUMHBI, JKCHIIUHBI >K€ OOBIYHO BBICTYIMAIOT KakK
HOCHTEJIbHUIIB TEMO(DHUIINH U MOTYT POJUTH OOJIBHBIX CBIHOBEW WM 10Ueper-HOCUTEIILHUII.

Benymumu cumnromamu remobunnu A u B SBISIOTCS MOBBIIIEHHAsT KPOBOTOYHBOCTH C
IIEPBBIX MECSILEB JKU3HM: TIEMaTOMbl pa3IMYHOM JIOKAJIM3aluu, OOYCJIOBJIEHHBIE YyIIMOaMH,
Mope3aMu, pPa3WYHbIMU XHUPYPTUYECKUMHU BMEIIATEIbCTBAMH, IIOSIBICHHE KPOBH B  MOYE.
KpoBousnusiHust B KpymHBIE CYCTaBBl  COINPOBOXKIAIOTCS  BTOPUYHBIMH  BOCHATUTEIHHBIMU
W3MEHEHUSMHU, KOTOPbIE MPUBOAAT K (OPMUPOBAHUIO KOHTPAKTYpP (CTOMKOMY OTrpaHUYECHHIO
MOJIBJKHOCTH CYCTaBOB) M AaHKHJIO30B (HEMOJABM)KHOCTBIO CYCTaBOB). TspkecTh 3a0ojieBaHUS Yy
Ka)KJIOTO KOHKPETHOTO YEJIOBEKa 3aBUCHT, KaK MPABUJIO, OT KOJIHUECTBa (aKTOpa CBEPTHIBAHUS.

HaBepHoe, camMbIMu HM3BECTHBIMM W3 CTPAJAIOUIMX OT JaHHOIO 3a0ojieBaHUS ObUIa CEMbs
PomMaHOBBIX, a UMeHHO TiecapeBud Astekceit (1904-1917), 1onroxaaHHBIA ChIH U HaJIEK A MPECTOa.
Hacnegnuk poccuiickoro TpoHa mecapeBud AJIeKCEH OTIWYAJICsS yMOM, JTIOOpPBIM, JIFOOO3HATEIHHBIM
XapaKTepoM U yHACJeIOBal MPOCTaTy CBOETO OTIa, OJHAKO JI00as ccaliiHa WA CaMblii MaJeHbKUI
nope3 Ha Tene peOCHKa BBI3bIBAJIM HEOCTAaHABJIMBaolleecs KpoBoTeueHHe. KpoBb oOKa3bIBajach
B OKpYXalOIIMX TIOpe3 MbIIIIaX, B pe3yjabTaTe dYero oOpa3oBajlCh OrPOMHBIE TI'€MaTOMBbI,
pacTAruBaroIue Koxy, 3aMeUIIoNue KpoBooOpaleH!st 1 00pa3oBaBIINe TPOMOBI.

B pycckyio ummepaTopckylo cembio 3aboneBaHue momano uepe3 jkeHy Huxomas 11
umneparpuily Anekcanapy PemopoBHy. PoaurensimMu HeEMENKOW apUCTOKpaTKUA OBLI Tepror
I'ecennckuit u Pelinckuii JlrogBur, a Takke repuoruHs Amuca, 104b OpPUTAHKON KOPOJIEBBI
Buxtopuu. Yepes 6a0ymiky koposneBy Anrimmm Anekcanapa demopoBHa cTala HOCHTETbHHUIIS
reMounuu. BeISICHUTB 3TO yaanoch reHeTnkaM MaccauyceTcKoro yHUBEpCUTETa, KOTOpbIE TPOBETU
HCCIEAOBaHUSl MaTepuajga OCTAaHKOB paccTpensiHHOM ceMbu PomanoBbIX. Kak okazanoch, mOMUMO
MaTepu HOCUTENSIMU O0s1e3HU ObUIH U ee Jouepu Mapus u AHacTacusl.

Ceromuss B Pecniybnuke benmapyck ocylecTBiseTcs MpeHaTalbHas AUArHOCTHKA JIaHHOTO
3a0oneBanusa. PaboTaroT 5 00IaCTHBIX MEIMKO-TEHETUYECKHUX IEHTPOB M CIy)k0a TeHEeTHUKH Ha 0aze
PHIII] «MaTh 1 nuTs», Kyla €XKerogHo B cpenHeM oOpamiarorcs 5 — 10 cemeid. [IpenaranpHas
JIMarHOCTHKA OOBIYHO BKJIIOYAET B c€0sl KOHCYJIbTUPOBaHUE, 00CIEI0BAHNE CEMbU JJISi YTOUHEHHS
HOCHTENLCTBA, BBHIMOJTHEHHE WHBAa3WBHOU mporenypbl B | umu Il Tpumectpe OepeMEHHOCTH O
aKylIepCKUM  TOKa3aHUsIM, MPOBEICHUE MOJIEKYISPHO-TEHETUYECKOTO  HCCIEIOBAHMS  JUIS
YCTaHOBJICHHSI IOPAKEHUS TUIO/IA U OTIPEACTICHUS NajbHeHIIel TaKTUKY BeJIeHUsI OEpEMEHHOCTH.
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