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OCOBEHHOCTHU JEHIIUTOMETPUYECKHUX IMOKA3ATEJEN
Y BOJBHUX TSIKEJIOU®OPMOM TEMO®UIUEN

Xuxkmamos Baxmuép Anuwepoeuy’
Maxmonoe JIlymepynno Caiidynnaeeuy?
Mymunoe JKasoxup Acnuoounosuy®

Abcmpakmuwtit: Cymv OaHHOU HAYYHOU CMAmvbl 8 MOM, 4mo cemMo@uius — 3mo 3abonesanue,
CBA3AHHOE C NPOOIEMAMU CEEPMBIBAEMOCTIU KPOBU, O MOM, KaK 100U 3a001e8ar0m cemoguaueti, 0 mom,
Kax eemogunus nepedaemcsi u3 NoKoieHUs 8 NOKONeHUue, 0 8U0ax 3a001e6aHuUs. 8 3a8UCUMOCIU OM
VPOBHs U MHO2Ue Opyaue. 8 OemAaJisx.

Knwueevie cnoea: [emoguius, Koaeno, 100blJicKA, NepeHOCUYd, OOWUPHbIE CUHAKU, JTOKOMb,
JIOOBLIICKA, BHYMPEHHee U 8HeulHee KposomeueHie, 00/b U OHeMeHUe.

BBEJEHUE
I'emodumus (ap.-rpeu. haima [remo] — kpoBb u ap.-rped. philia [puaus] — CKIOHHOCTB),
HEMpEKpaIaroneecs KpPOBOTEUCHHE, — HACJIEJACTBEHHOE 3a00JIeBaHUE, XapaKTepH3YHoIeecs

CKJIOHHOCTBbIO K KpoBoTe4eHHAM. OHO 0O0YCJIOBJIEHO HEIOCTaTKOM B IUIa3Me€ KpOBH (DaKTOPOB,
HEOOXOMMBIX JUISI CBEPTHIBAHUS KPOBU. XOTSI TeMOGMINS BCTPEYACTCS TPEUMYIIECTBEHHO Yy MY>KUHH,
OHa MEPEAAETCS OT MAaTEPH, TO €CTh OT OA0YIIKH K BHYKY Uepe3 3/10pOBYIO 109b. CHMITOMBI TeMODHINU
HOSBJISIIOTCS. B MOJIOJIOM BO3pPacTe M YMEHBIIAIOTCS 110 Mepe pocta pedenka. Koraa 0ombpHOI ect nar,
101 KO)KGI\/'I, MCXKAY MbIIIOaMHW U B CyCTaBaxX TCYCT MHOI'0 KPOBHU, KOI'Ja OH IPUKYCBIBACT A3bIK,
BbIJIEpPrUBaeT 3yObl U T. /1. B HEKOTOPBIX CIIydasiX T€UeT MHOTO KPOBH U JKU3Hb HAXOJAUTCS MO yTPO30il.

KpoBp mpunmBaeT K KpYIHBIM CycTaBaM (KOJIEHHOMY, TOJICHOCTOITHOMY) M B HUX HPOHCXOJST
ciiIbHBIE M3MeHeHUs. Hapymenne cBepThiBaeMOCTH KpoBH. OCHOBHAs OCOOCHHOCTH, OTIMYAIOIIAsS
reMOQHINIO OT IPYTUX HAPYHIEHWH CBEPTHIBAEMOCTH KPOBH, 3aKJIFOYAETCS B TOM, YTO, KOTJa KPOBb
OepyT U3 BeHBI IMAIMEHTA U TOMENIAIOT B IPOOUPKY, OHA HE CBEPTHIBACTCS B TEUEHUE HECKOIBKIX YacOB.
OTO BBI3BAHO HEJIOCTATKOM B KPOBU OOJBHOTO OEIKOBOIO BEIIECTBA, TO €CTh aHTHUIeMO(UIBHOTO
rino0ynuHa.

CymectBytot Tunbel remodunuu A, V wnu 6one3nan Kpuctmaca u C (He cuuTaromumecs NCTUHHON
remopunueil). boiabHONW [oMKeH 3amMTUTL ce0s OT pa3HOro poja TpaBM. JledeHuwe: BBOASAT
CBEXKETOIYYEHHYIO KPOBb WIIH IIJ1a3My;

! opronen-tpasmarosior B CaMapKaHACKOM OOJIACTHOM MHOTONPOQHILHOM MEIMIUHCKOM LEHTPE
2
3aB kadeapel rematonoruu CamI'MY ., rinas Bpad CamapkaHACKOM 00JaCTHOM MHOTONPOQHILHOM MEIUITUHCKOM IIEHTPE

3 opronen-tpaBmaronor B CaMapkaHaCKOM 00J1aCTHOM MHOTOTIPOMUILHOM MEIUIMHCKOM LIEHTPE
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[Tone3no mpsimoe mepenuBaHue OOJHLHOMY KpPOBH OT JIOHOpA, MCIIOJIb30BAHME KOHLIEHTPATOB,
MPUTOTOBJICHHBIX M3 IUIa3Mbl 370pPOBOrO 4YelioBeka. B  HEoOXOoAMMBIX ciydasx MpUMEHSETCS
XUPYPrU4E€CKU METOI.

I''/TABHASA YACTDb

I'emModunuss — 3TO peaKoe U cepbe3Hoe BPOXKIECHHOE 3a00JieBaHMe, CBI3aHHOE C X-CHETICHHBIM
HapyIICHHEM CBEPTHIBACMOCTH KPOBH, KOTOPOE BIHMSET HA CIHOCOOHOCTh KPOBU CBEPTHIBATHCS, B
pe3yJbpTaTe 4ero y JIoJiel ¢ TeMOJIOTUEH KPOBOTEUEHHUE JUIUTCS J10Iblie, yeM oObryHO. [1o oreHkam,
npumepHo 1 u3 10 000 genoBek crpamaer remodunueii, a 450 000 yemoBek BO BCeM MUPE CTPAIAlOT
reMouiInei.

['emodunust xapakTepusyeTcs HEIOCTaTOYHOCTHIO (PAKTOPOB CBEPTHIBAHUS KPOBH U OOBIYHO
nepeaeTcst OT pOAUTENS K peOEHKY, HO IPUMEPHO B TPETH CIIy4aeB OHA BbI3BaHA BHE3AITHON MyTallUEH.
CymiecTByeT JBa pa3id4HbIX THUMNA TEeMOQWIMM, KaXAbld W3 KOTOPBIX BbI3BaH JACPUIUTOM
orpeeNeHHOro (pakTopa CBepThIBAHUS KPOBHU.

Haubonee pacnpocTpaHEHHBIM THUIIOM SIBIsieTCS reModuinst A, HpH KOTOPOl y YelnoBeka
HenocTatouHo (aktopa ceepreiBanust kposu VI (FVIII).

Pexe BcTpedaetcst remoduiust B, pu KOTOpO# y 4enoBeka HeOCTaTOYHO (aKTOpa CBEPTHIBAHUS
kposu I1X (FIX), nHa 3ToT THI reModuarK puxoauTcs Becero 15-20% Beex ciiydaes.

['enpr 000uX (aKTOPOB CBEPTHIBAHUS KPOBU PACIOJIOKEHBI HA X-XPOMOCOME, TO3TOMY B OCHOBHOM
OHHU MOPAXAT MY>KUYHMH, YHACIEI0BABLINX OT X-XpOMOCOMBI OOJIbHOM MaTepH.

B 1sxenbix ciydasx reModuinu HaOMIOAETCS IMOCTOSTHHOE KPOBOTEUEHME (TaK Ha3blBaEMOE
CIIOHTAaHHOE KPOBOTEUEHHE) IMOCIIe HE3HAYUTEIbHOM TpaBMbl MIM Jaxe 0e3 KakoH-1M0O0 TpaBMBI.
KpoBoTeueHue B cycTaBbl, MBIIILBI, MO3T WK APYT'He BHYTPEHHHUE OpraHbl MOKET BbI3BAaTh CEPbE3HBIC
OCJIO)KHEHUS. DTO MOXET MPUBECTH K XPOHUYECKON 00JIM M OrpaHUYEHHUIO MOJBUKHOCTHU. JlekapcTBa
BBOJISITCS] UHBEKLMOHHO NPU BO3HUKHOBEHUH KPOBOTEUEHUS (Tepantsi o TpeOOBaHHIO) WIIH PETYJISIPHO
U1 IPEAOTBpAIlleHUs] KpOBOTEUEHHs. MHOTrHe 101U ¢ TeMOpUINeH 10 CHX MOp HE JUAarHOCTUPOBAHBI
WJIY HE TOJIy4ar0T JTOJHKHOTO JICYEHUS.

Hamu yueHble HccnenyroT MHHOBAalMOHHBIE DPEIICHUS JUIMTENBHOTO JEHCTBUS U TOJKOKHBIE
METOJIbl JIeUeHUs TeMOMUINM U PEeIKHX 3a00JeBaHUl KpOBU. DTH pEIICHUS MpelHa3HAYeHbl s
CHUKEHUS TEKYIIEH Harpy3Ku Ha JICYCHHUE U YIYUIICHUS KIMHUYECKUX PE3YJIbTaTOB U JOMOTHSIIOTCS
MepopaIbHON Tepanue U UCCaeqOBaHUSIMU B 00JIACTH TEHHOM Teparuu.

MpbI cTpeMHUMCs yIyUIIUTh Ka4eCTBO KHU3HH JIOAEH, OOJBHBIX reMopuiIneld U IpyruMu peaKuMH
HapyLIEHUSIMU CBEPTHIBAEMOCTH KPOBH.

Mg1 gacTo pa60TaeM B MMapTHEPCTBE, YTOOBI OTKPBITH HOBBIC LEJIXM U HHHOBAIIMOHHBIC COCTUHCHU A
U TCXHOJIOTUH, KOTOPLIC YAOBJICTBOPAIOT HCYAOBJICTBOPCHHBLIC MCIAUIIMHCKUC l'IOTpe6HOCTI/I. Hamre
BHUMAaHHE COCPEAOTOYCHO HaA:

Hosrie HpO(bI/I.HaKTI/I‘-ICCKI/IC cpeacTtBa Ipu FCMO(bI/I.HI/II/I HOI[XO,[[BI KJIETOYHOM U TE€HHOM TCpannn
Knnanaeckue npeuMymecTBa Mnmpu peaAKux 3a00JIeBaHUAX KpPOBH, TaKUX KaK CCPIIOBUAHOKIICTOYHAA
AHEMU. CGFOJIHSI Halla gerovykKa IIOCTaBOK UMECT YHHUKAJIbHBIC BO3MOXXHOCTH, ITIO3BOJIAIONINE HAM OBITH

B aBaHTapJ€ MOMCKa MHHOBAIMOHHBLIX JICKAPCTB HOBOI'O ITIOKOJICHUS.
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I'emodummmst — 310 3abo0sIeBaHME, CBsA3aHHOE C TpobjeMaMu KpoBoTeueHus. KpoBoTeueHue y
OOJIBHBIX TeMo(duIIHel HAacTyaeT He OBICTpee, YeM Y 3/I0POBBIX JIFOACH, HO MOXET JITUTHCS JOoJbIne. B
KpOBH OOJILHBIX HEJJOCTATOYHO (haKTOpa CBEpThIBaHUS KpoBHU ((akTopa). DakTOp CBEpTHIBAHHS KPOBU
(bakTop) ompenenseTcs HaTIWYUEM B KPOBH OCJIKOB, OOECIEYMBAIOIIMX CBEPTHIBAHUE KPOBH.
I'emoduus — peakoe BpoxkIeHHOE 3a00IeBaHuE.

3aboneBanue mopaxaer menee 1 mu3 10 000 yemoBek. Hambosee pacmpocTpaHEHHBIM THIIOM
remoduinu sBisercs remobunus A. [Ipu sTom Buae 3aboneBanus y yenoBeka Habmopaercs aeGuur
daktopa VIII (8) ceepThiBanms KpoBU. MeHee pacpOoCTpaHEHHBIM TUIIOM siBJIsieTcst TeModuius B, mpu
KOTOPOH y 00JIbHBIX HaOmoaaeTcs aeduut dakropa 1X (9) ceeprriBanus kposu. TedeHue reMopuinu
A u B onuHakoBoe — y OOJBHBIX KPOBOTEUCHHE JITUTCS JOJIbIIE OOBIYHOTO.

I'emodunus — BpoxkaeHHoe 3a0oneBanue. JIFoau HE MOTYT 3apa3UThCS 3TOM O0JIE3HBIO HU OT KOTO,
TaK k€, KaK U MpocTynoi. ['eMouanio 0OBIYHO CUNTAIOT HACIEACTBEHHOM, TO €CTh OHA IeperaeTcs
yepe3 reHbl poauTeneid. ['eHpl HecyT MH(OPMALUIO O Pa3BUTHUU KJIETOK OpraHM3Ma BO BpeMs pocTa
peOeHka. B dYacTHOCTH, OHM OINpPENENSAIOT LBET BOJIOC WM Tia3. MHorma reMoQuinio MOKHO
OOHapY)XUTh Yy YICHOB CEMbH, HE OOJCIOUIMX STHM 3a00JeBaHHEM. DTO Ha3bIBACTCS CIIyYailHOM
remoumueii. 30% OoNpHBIX TeMOQWIHEH HEe IMepelalT ee 4Yepe3 IeHbl CBOMX poauTened. Mx
3a6OHCBaHI/Ie BBI3BaHO M3MEHEHUSIMU B COOCTBEHHBIX T'€HAaX IIanmMcHTa.

Ecnm ortenr 60eH remModunueii, a MaTh 310pOBa, HA OJIUH W3 CHIHOBEH HE 3a00j1eeT reMopuInei.
Bce getn »xeHcKoro mojia IBaSOTCI HOCUTEISIMHA STOr0 I'eHa.

3AK/IIOYEHUE

JXeHImuH ¢ reHOM TeMO(MINU Ha3bIBAIOT HOCUTEISAMHU. Y HHUX MOTYT HPOSIBIATHCS CHMIITOMBI
reMOpHINU, U OHM MOTYT IepelaTh OO0Je3Hb CBOUM JETSIM. BEpOSITHOCTH TOTO, YTO MX CHIHOBBS
3200JICFOT TEeMO(HIIUCH, a JI0YepH OKaXYTCs HOCHTEISIMH 3TOTO TeHa, coctamiseT 50%. Ecnm orery
60HeH, a MaThb ABJIACTCSI HOCHUTCIIEM, FCMO(l)I/IJ'II/I?I MOKCT BOBHUKHYTbH Y JCBOYKH. Takue Cjlydan O4YCHb
peIKu.

ITo crenenu TspkecTH 3a00eBaHKe JAENAT HAa TPU IpyMNIibl. TspkecTh 3a00eBaHMsl yKa3bIBaeT Ha To,
HACKOJIbKO CEphE3HO COCTOSHHE MalueHTa. TspKecTh 3a00s1eBaHus 3aBHCUT OT jedunura (akropa
CBepThIBaHUs KpoBH ((pakTopa) B KpoBH O0sIbHOTO. B KpoBH HOpManbHOTO YenoBeka VII(8) mwim 1X(9)
¢baxTops! (PpaKTOpbl) CBEPTHIBAHUS KPOBU MPUCYTCTBYIOT B KoauuecTBe 50%-150%.

Cumnromsl remopunnu A u B onnHakoBbI:

e OOHIMPHBIE CUHSKU;

® KpOBOTEUCHMS MEXIY MBIILIAMH U CyCTaBaMH, OCOOCHHO B KOJICHHBIX, JIOKTEBBIX U
TOJICHOCTOIHBIX CyCTaBaXx;

® OJMHOYHOE KPOBOTEUEHUE (BHE3AITHOE BHYTPEHHEE KPOBOTEUEHHE O€3 MPUUYHHBI);

e UIMTEIbHOE KPOBOTEUEHHE MPH pe3Ke, MPOPE3bIBAaHUH 3y00B WM TOCIIE ONEpaLnii;

® JUIMTENbHOE KPOBOTEYEHHE IOCJIE€ HECYaCTHOro Ciydas, OCOOEHHO MpPU YepernHO-MO3TOBOM
TpaBME.

e KpoBoTeueHnue Mex 1y MBIIILEN U CyCTaBOM NIPUBOJHUT K:

e cuibHas O0JIb UM «CTPAHHOE HETATUBHOE YYBCTBOY;

e 0O0JIb U CKOBAHHOCTE;

¢ HApyHICHUA MOABUKHOCTU CYCTABOB MJIM MBIIIIII;
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