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FTEMO®UIINS.

AKTyanbHble BONPOCbl AUArHOCTUKU U JieYeHUs

N.P. NMaproBckas

HanuonaibHas MeJMIMHCKAs aKaJeMusl OC/IeUILIOMHOro oOpasoBanus umenu I1.JI. Illynuxka, r. Kues

B craTpe ocBeleHbl BONPOCH! AHATHOCTHKU TeModuimu, Kim-
HUYECKHE NPOosiBIeHus 3a00eBaHus. ONiCaHbl BHIbI JI€UEHHUST
reMO( UMK U OCHOBHbIE IPYIIIbI IPENAPATOB 3AMECTUTEIbHON
TepaInuu.

Kntoueswie cnosa: zemoqhunusi, paxmopvt ceepmvieanusi Kposu.

pobiiema reMOMIIINT TO 1 IETI0 BO3HUKAET B 0OIIECTBE B CBS-

3 ¢ JKI00aMU MAIMEHTOB M UX POJICTBEHHNKOB. HapyeHus
CBEPTHIBAEMOCTY KPOBH MOJKET IIPUBECTH K IIOBPEK/IEHUIO CyCTa-
BOB, TSDKEJION MHBATM/IM3AINN 1 JJake (DaTalTbHBIM KPOBOTEUEHH-
SM. A TIpU ITPOBeJIEHNY A/IEKBATHOM 3aMeCTUTEILHON Teparuy aTH
[AIUEHTBI MOTYT OBITh MOJHOIECHHBIMU YWICHAMU OOLIECTBA.

TemModbwmiist Kak HacJieICTBEHHOE 3aboJeBaHue BIEPBbIE
yrnomuHaercst ente B Tanmmyze. A HazBaHUEM «Iapckast GOIe3Hb»
remouinio okpectusin Osarogapsi KoposieBe AHriauu Buxro-
puH, TOAPOGHO OMMCAHHOE TEHEATOTHYECKOE APEBO KOTOPOH MO-
3BOJIMJIO TIPOCJIE/IUTD TIPMHIIAI HACJE[0BAHUS 3TOTO 3a00JIeBa-
nud. U 8 1903 rony amepukanckuii Bpay OTTo onucan remodu-
JIMIO KaK BPOKAEHHOE 3a00JIeBaHNe, KOTOPOe MOPakaeT MYysK-
4HH, a IepealoT ero 3710pOBble JKeHINHLL. [lepBoHayasbHO 3a-
60JIeBAHUIO [IAJTN HA3BaHKe «reMOPPadUIns», 4TO B I0OCTOBHOM
nepeBojie («J060Bb K KPOBOTOUHBOCTH» ) OTPAsKAET CYTh 3a60-
seBanns. Co BpeMeHeM Ha3BaHUe COKPATUIIN JI0 «<TeMOMUIIH>.

Panee cunranu, uTo reMouins — 3TO OAHOPOHOE 3ab0ie-
Banne. OIHAKO HCCIIEIOBAHNUS, IPOBeIeHHbIE B 50-X rofax 1mpo-
IIJIOTO BeKa, YCTAaHOBWJIM, YTO MMeeTcs, 10 KpaliHell Mepe, /Be
dhopmbl 3abosmeBanus. Temoduans A — kaaccuueckast reModu-
st — obycrosiena neduuToM hakTopa CBEPTHIBAHUS KPOBH
VIII, usBecTHOrO Takke Kak aHTUreMOMUJIbHBIN (hakTop min
anrureModuibHblil raodysun. JIpyras dopma — remoduius B
— cBs3ana ¢ gedururom dakropa [X (paxropa Kpucramacca).

Tensl, orBercTBeHHBIE 32 CUHTE3 (AKTOPOB CBEPTHIBAHNS
VIII u IX, pacnonoxensl B X-XpoMOCOMe U HACJAEAYIOTCS KaK
perteccuBHbI mpusHak. [lo mpasuiam HacaenoBanms 3a6oreBa-
HUSI, CIEIUIEHHOTO ¢ X-XPOMOCOMOM, 3a00sieBaHue TepeiaeTcst
JKeHIMHaMH, a 6oJieloT Mykunubl (puc. 1).

TakuM 06pa3oM, y JKEHIIH, KOTOPBIE SIBJISIOTCS HOCHTEND-
HUI[AMU TTaTOJIOTUIECKOTO TeHa, ¢ 25% BEPOSITHOCTHIO MMEETCSI
PUCK pOsK/IeHHsT OOTBHOTO MATbYMKA 1 25% PUCK POKIEHHSI Jle-
BOYKH-HOCUTENBHNUITBL. [109TOMY 717151 5KEHIITHH, B CeMbe KOTOPBIX
3a(UKCUPOBAHBI CIy4an reMOMUINN, )KU3HEHHO Ba)KHO 3HATD,
SIBJISTIOTCST JIM OHU HOCUTEJIbHUI[AMHU TTaTOJIorndecKkoro rena. [uis
3TOTO TIPOBOJIAT TeHETUYeCKOe KOHCYIbTHPOBAHIE, BO BPEM:T KO-
TOPOTO aHAIN3UPYIOT POJAOCIOBHYIO, IIPOBOJAT ITUTOTCHETHYEC-
kue nccueposanust. OJJHAKO CyIECTBYeT BEPOSITHOCTh BO3HUK-
HOBEHNSI CIIOHTAaHHOH MyTalluN, B pe3yJIbTaTe KOTOPOIl BO3HIKA-
10T CIIOpafindecKue ciaydan reModuann. B aToMm cirydae MOXeET
[IOMOYb IepUHATATIbHAS JMATHOCTHKA C IIOMOIbIO aHAIN3A
JTHK, KOoTOpYy10 MPOBOJAT MyTeM OUOTICHU BOPCUHOK XOPHOHA
[P CPOKe OEPEMEHHOCTH 8 HEI.

Pacopocrpanennocrs remousun A, o ganusim BO3, co-
craisger 1:10 000 myskckoro Hacemenus, remocdmwinun B —
1:50000. B Ykpaune 3apeructpupoBaro 2018 marieHToB ¢ re-
modumueii A, B u 6osesmbio Busiebparia. IT0 HECKOJIbKO HU-
ke cpeiHNX Ttokasaresieit BO3, 4To, BO3MOXKHO, CBSI3aHO C HEZL0-
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JKeHwuHa — HOCUTENbHULIA FeHa

MyxuuHa ¢ remopunuen

|
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Puc. 1. HacnepoBanue remodpunuu

CTATOYHBIM YPOBHEM JIAOOPATOPHOIT Gasbl yUPeRIEHUH 3/[paBo-
OXpaHeHUs.

AuvarHocTuka

Hawubosee yacto quarHo3 <«reModuinsi» yCTaHABJIMBAIOT B
paHHeM JIETCKOM BO3pacTe, KOTa peGeHOK HAYMHAET XOIUTD.
Cpeznuii Bo3pacT, Tpr KOTOPOM AMAarHOCTUPYIOT TsKeyIo Gop-
My remocuiny, cocrasisieT 9 Mec u 22 Mec — IIPU CPeAHeTsIKe-
aeix hopmax. Jlerkie hopMbl rTeMOGUINT INArHOCTUPYIOT B 60-
Jlee TIO3/IHEM BO3PACTe, HHOT/A MOCJIe YAATEHIs 3yO0B WIH JIPY-
X UHBA3UBHBLIX BMelIaTeabcTB. CKPUHUHIOBBLIM TECTOM [JId
YCTaHOBJIEHUSI HapyIIEHNIH CBEpPTHIBAIONICH CHCTEMBI CIIYKHUT
BpeMs cBepThIBaHuA. [Ipn 3HAUNTEIBHOM Y/IITMHEHUH 9TOTO TO-
KasareJsisl IIPOBOJISIT MCCJIEIOBAHNUS YPOBHS (PAKTOPOB B KPOBH,
YTO ¥ CJIYKUT OCHOBAHHUEM JIJIT YCTAHOBJIEHHUS MArHO3a IeMo-
usmu u crenenn TskecTn 3aboseBanus. B 3aBucumoctu or
yposus (axropa cseprbiBanus B kposu VIII nnu IX, B coorsert-
cTBUN ¢ pekoMeHpanusamu BO3, pasnnyalor cireyoniie crere-
HU TSDKECTU TeMOBUITHN:

CTeneHb TXXeCTn YpoBeHb pakTopa

B KPOBU

remopunun

JNerkas cteneHb 5-25%
CpepnHeTsixenas cteneHb 1-4%
Taxenas cTeneHb Menee 1%

KnuHuuyeckue npossneHuns

Cpenu Beex nanuenTos ¢ remoduineii 85% cOCTaBIISIIOT Ha-
muenTsl ¢ remoduieit A u 15% — ¢ remodbunneii B. Kinnnuec-
KU BapHAHTBI TeMOMUINH NPAKTHYeCKH HepasananMbl. CrMII-
TOMaMH, KOTOPbIMU HanGoJjiee 4acto mposiBisieT cebst reModu-
JIUSL, ABJISTOTCST:

* KPOBOMBJIMSAHUS B CyCTaBbI (TeMapTpo3sl) (puc. 2)

* reMaTOMbI MATKUX TKaHell (puc. 3, 4)

* KPOBOTEUEHHUSI M3 PaH CJUBUCTBHIX 060J0UEK
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* KPOBOTEUYEHUS 13 PaH APYTUX JOKATA3AIHI

* TIOYeYHBbIe KPOBOTEUECHIS

* KHIIEYHbIE KPOBOTEUEHNSI

* BHyTpUUYEperHble KPOBOTEUCHNS

* KPOBOTEUYEHNUS U KPOBOU3JINSHUS BCIIEJCTBUE XUPYPrHye-
CKOTO JIEUeHUSI.

I'emaTombl MOTYT pa3BUBATBCS KaK B Pe3yJIbTaTe TPABM, TaK
U CIIOHTAHHO, 0COGEHHO TIPK TsKesoi Gopme remodumn.

IIpu sterkoii (popme remopunm CriOHTaHHON KPOBOTOUNBO-
cru He 6biBaeT. KpoBOM3IMSAHMS BO3HUKAIOT TP TPABMATH3a-
IIIN FJIN BO BpeMs NHBA3NBHBIX BMeIIaTeIbCTB. [Ipu cpenners-
JKeJI0il (hopMe KPOBOUBJIUSIHUSL MOTYT OBITb Pa3jiMYHON UHTEH-
cuprocti. HanbGosee XapakTepHLIM JI7IsT TSKEM0H GOPMBI TeMO-
unmun gaBageTca caMoIpOM3BOJIbHAS KPOBOTOUMBOCTH, KOTO-
past, KaK IPaBUJIO, COIIPOBOK/IAETCS «ayPOil».

[Iput TeMOGUITNIT OTMEYAIOT HBOJTIOIHIO CUMITTOMOB. B Hran6o-
Jlee TSKEJIBIX CIIydasiX HepBble CHMIITOMBI TeMOMUINN IPOSIBIIS-
10TCSI ysKe BO BpeMsi posk/ieHust peberka — obupHbie Kedaore-
MaTOMBI, KPOBOTEUEHH U3 MyTovyHOi pankn. OIHAKO Yalre BCeTo
MIEPBBIMI CUMIITOMAaMU SIBJISIOTCS] KDOBOUBJIISTHIS NI KPOBOTE-
YEeHUsI 110CJIe MHBEKINIT BO BpeMsI BAKIIMHAIIY, BO BPEMsI XUPYP-
TUYECKUX BMEIIATeIbCTB, KPOBOTEUEHHS U3 TTOJIOCTH PTa.

HawuGoJiee 3HAYMMBIMU B IIJTAHE WHBAJIV/IU3AINK SIBJISTIOTCST
KPOBOM3JIMSIHUA B cycTaBbl. Halie BCero mopaskaioTcst KpyIHble
CyCTaBbI — KOJIEHHBIE, JIOKTEBBIE, FoJieHocToHEIe. [l03BoHOYHIK
11 JIy4e3aIlICTHDIE CYCTaBbI IIOPAsKAIOTCS PEIKO U, KaK IIPaBUJIO, B
peayubrare TpaBM. OIMHOYHBIE KPOBOUSJIMSIHUS B CYyCTABbI CPaB-
HUTETbHO Ge3Bpennbl. Kak Tobko mpoxoant peabeoplims Kpo-
BU U CITQJIaeT OTEK, CPa3y BOCCTAHABJINBAETCS MOABIKHOCTD CYC-
TaBa, Kynupyercst 6oJeBOil CHHAPOM. PeHTreHoJorndecKue 13-
MEHEHHs B CyCTaBe TPaKTHYeCcKH oTcyTcTBYIOT. Iloce HeomHo-
KPaTHBIX TeMapTPO30B MPOUCXOIAT N3MEHEHHS CYCTaBHON CyM-
KU 32 CYET OTJIOXKEHUsI reMocuzieputa U (huOPUHOBBIX HACIOE-
Huit. Karcysa cycrasa yrommmaercs, pa3BuBaeTcsl HecTiennguie-
CKO€ BOCHAJICHUE, YTO NMPUBOAUT K Pa3BUTUIO apTPOIIATUN C TO-
CJIe/IYIONINM aHKesI030M cycrasa. 1o/ BoszeiicTBreM aKTHBHBIX
TIPOTEONTHYECKUX (DePMEHTOB MPOUCXOHUT MOCTEIIeHHOe Pa3-
pylIeHHe CYCTaBHOTO XPsIla ¥ Pe30pOTUBHbBIE U3MEHEHUS CYC-
TaBHbIX I10BepxHocreil. Cycrtas nedopMmupyercs, HapyllaeTcs
ero ¢ynkiya. [Iponcxoaut arpodust okpyskaroneii MycKyaaTy-
por. [TarmeHT craHOBUTCS TIIyOOKMM HHBAJIHIOM. Bcero artoro
MOYKHO M36€5KaTh IIPU TIPOBEICHIN aIeKBATHON 3aMECTUTENIBHON
Tepanuu, GU3NOTEPANiH, Je4eGHON (HU3KYILTYPBI.

HauboJsiee yacThIMU IPUYUHAME Pa3BUTHSI KETYA0YHO-KHU-
MIEYHBIX KPOBOTECUCHUN SABISAIOTCS sI3BEHHAA GOJIE3HD JKEMy/IKA
1 JIBEHAZAI[ATUIIEPCHON KUIIKH, BapHKO3HOE pacIinpeHne BeH
MIUIIEBO/IA, TeMOPPOU/IATBHBIC Y3JIbl, TEMaHTOMATO3 CJAU3NCTOH
06010ukn. OAHAKO y TANUEHTOB ¢ TeMOMUIEH MOTYT BO3HU-
KaTh U CMOHTAHHBIE KPOBOTEUEH . B 060M cirydae marmenT ¢
JKEJIYTOYHO-KUIIEYHBIM KPOBOTEUEHIEM ITO/IJIESKUT TIIATEIbHO-
My 06CJIEI0OBAHUIO MTHIIEBAPUTETHHOTO TPAKTA [IJIs1 NCKJIIOYEHUST
[ATOJIOTUH CJAM3UCTON 000JMOUKH.

JleueHue

[TprHnMn nmevenns reMouaNK OCHOBAH HA 3aMECTHUTEJb-
HOII Tepanuu, TO eCTh BBEJICHUU COOTBETCTBYIOIETO AedHinT-
Horo (pakropa. Jleuenue remousiny HaIIPaBJIEHO HA OCTAHOBKY
KPOBOTEUYEHMIT 1 Ha MPO(HUIAKTUKY KpOBOTOUNBOCTH. Paziimia-
10T CJIeYTOIINe BUJIBI JIeTeH ST

* DKCTPEHHAs TePaIUs

* MpodIIIaKTHIECKOe JTeueHne

* OMalrHee JeueHne

* JIOMaIIIHee JiedeHre <10 TpeboBAHNIo>

* opTome/ITYecKasi PeKOHCTPYKTUBHAST TePATIHS

* XHPYPrudecKoe jedenne

* (usuoreparus u jedebHast GusKyIbTYpA.

Jxcmpennyio mepanuio TPOBOJAT B MOMEHT BO3HHKHOBE-
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Puc. 2. FemMapTpo3 KONIEHHOrO CycTaBa

Puc. 4. F'emaTtoma markux TkaHew Oempa

Hust KpoBoTedeHust. Yem ObicTpee Oy/ieT BBe/IEH COOTBETCTBYIO-
muit hakTop CBePThIBAHUS, TeM MEHBIIUMU OY/IYT TOCJECTBUS
kpoBoTederus. [larmenTsr ¢ reModuineil ¢ Bo3pacToM 00BIYHO
MOTYT TIpeJBH/IeTh HauMHaIoImeecss KpoBoTedeHne. Kak mpasu-
JI0, BO3HUKAET II0KJIbIBAaHKE B MECTE KPOBOTEUEHUS WU IPYrie
OIIYTIEHW B BUJIE «aypbl». Ecii B 3TOT MOMEHT BBeCTH (haKTop
CBEPTHIBAHISI, TO MOCJIEACTBISI KPOBOTEYEHUST MOTYT OBITH MH-
HUMaJIbHBIMU. VIMEHHO 1109TOMY O4€Hb Ba)KHO, YTOOBI TIperapa-
TbI 3aMECTUTE/ILHOM Tepaly HaXOAUINUCh B HEIIOCPEICTBEHHOM
6s30cTH K naneHTy. [IaineHTsl ¢ TSKeTbIMU U YTPOKAIOIIH-
MU JKU3HU KPOBOTEUEHUSAMU [IOJJICKAT HEeMEeIJIeHHO ToCIuTa-
JIU3aIUN B TPOMIIBHBIN cTarioHap. Jlerknue KpoBOTEUeHNST MO-
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TyT OBITH OCTAHOBJIEHBI B JOMAIIHUX YCJIOBUAX. Pacuer m103bi
(haxTopa cBepTHIBAHUS MPOBOAAT IO CIIEIUAIBHON (hopMyTe 1
OCHOBAH OH Ha HMIIMPUYECKUX JaHHbIX 0 ToM, uto 1 ME FVIII,
BBEJIEHHOTO Ha 1 KT Beca IanmenTa, MOBBIMIAeT YPOBEHb (PaKkTo-
pa B kposu na 1,5-2%. A 1 ME FIX nossimaer yposens ¢axro-
pa cBepThIBaHUS B KpOBH Tarenta Ha 1%. [Ipu serkux kpoBo-
TeyeHNAX (TeMapTpo3, MesKMBIIIEUHas TeMaToMa, HOCOBOe KPO-
BOTEUEHHE) I0CTATOYHO IMOBBICUTH YPOBEHDb (DaKTOpa B KPOBHU
nanuenta 10 40-50%. B ciyyae BO3HUKHOBEHUST JKEJIYIOYHO-
KUIIIEYHOTO KPOBOTEUEHMsT, 3a6PIOIMHHON reMaTOMBI WK TIPU
HeOOXOMMOCTH BKCTPAKINK 3y0a ypoBeHb (hakTOpa B KPOBH He-
06x0auMO TTOAHATH 10 60—80%. TIpu pasBUTHI KPOBOUSJIUSHUN
B IIEHTPATBbHYIO HEPBHYIO CHCTEMY WJIH JIPYTHX YTPOKAIOMINX
JKU3HU KPOBOTEUEHHUSIX, a TAKXKe TPH HeOOXOANMOCTHU TIPOBEJIe-
HIsT OOIIMPHBIX OIIEPATHBHBIX BMEIIATE/BCTB, YPOBEHb (hakTopa
B KPOBHU JI0/KeH cocTaBasaTh 80—100%.

Ilepnox momypacnaza FVIII B opranusme genoBeka B cpesi-
HeM cocrasister 12 4, a FIX — 18 u. Oxgnako 6oJjiee TOUHO 11010~
6parh 103y MOKHO C TIOMOIIBIO MOHUTOPUHTA YPOBHS (hakTopa
CBEPTBIBAHUS B OPraHN3Me KOHKPETHOTO ITalleHTa MOCJIe BBejie-
HUSI JI03bI 3AMECTUTEJILHOTO TIperapara.

IIpogunaxmuueckoe newenue remopuny GbIBaET MEPBITY-
HBIM U BTOpuyHBIM. [lepBrnunoe mpodumakTudyeckoe JedeHne
HAYMHAIOT B PaHHEM JIETCKOM BO3pacTe, KaK IIPABUIIO, I10CTIE
MepBOTO TSKEOTO KpoBoTeueHWs. IIpm cooTBeTcTByIONeM
YpOBHE MeANIHBI BeemupHOil dheznepareil remohuianm pexo-
MEH/I0BAHO IIPOBONTD PO HIAKTUIECKOE JIeYeHIEe BCEM JIETsIM
¢ Tsprenoit popmoit remodrui. Ipodnmakrirdeckoe nedeHme
MI03BOJISICT IPEAYNPEUTh BO3HUKHOBEHNE KPOBOTEYECHNUH, IIO-
BpesK/leHHe CYCTAaBOB, U30€KaTh FOCIUTAIU3AININ U OlepaTHB-
HBIX BMEIIATEJbCTB, YJIYUIINTh KA4eCTBO SKU3HHU Mal[eHTOB.
Bropuunoe npoduiaktiueckoe JedeHme MPOBOIAT B CPeiHEM
JIETCKOM BO3PACTe UJIH IOCJIe OIePATHBHBIX BMEIIATEIbCTB.

Homawnee newenue u domawnee nevenue <no mpeéosa-
HU0» CTaBUT CBOEH I1eJIbI0 KaK MOXKHO OoJiee paHHee HAadyasio
IIPOBEJIEHNST TeMOCTATUYECKOI TePaIiK y NalMeHTOB ¢ reModu-
smeit. IIpu aToM npenapat 3aMecTHUTeTbHOM Tepaiy HaXOAUTCS
y TaiuenTa. B 1oMalHux yeroBUAX IPOBOAAT TakKe U podu-
JIAKTHYeCKOe Jiedenne. BBOAUT Tpernapar MeANIMHCKU paboT-
HUK W1 06y9IeHHBIH POICTBEHHIK TAI[IIEHTA.

Opmoneduueckyro pexoHcCmpyKmueHyo mepanuio mpoBo-
JIAT IIPU Pa3BUTHUU TsLKeI0H remodundeckoi aprponatuu. Ona
BKJIIOYAET Pa3INdHble BU/IBI OMEPAIHii, BIJIOTH /[0 TPaHCIJIAHTA-
1[I CyCTaBOB.

Dusuomepanus u newebnas GuaKyIbMypa sBIAIOTCS He-
OTBHEMJIEMOI YacThIO KOMIITIEKCA JIedeOHBIX MPOTIELyp TIPH Pas-
BUTHHI KPOBOTEUECHIS B CYCTaBBl U CKeJieTHBbIe MBIIIEL. [1o3Bo-
JISIeT 3HAYMTEJIbHO YMEHBIIUTD [10CJI€/[CTBUSI TeMapTPO30B.

Bce Buzmpl JTeueHnst JOKHBI TPOBOANTHCS KBATNU(UIIIPO-
BaHHBIM I'eMaTOJIOTOM WJIH IIPH €T0 aKTUBHOM YYaCTHH.

Jlexapcmeennvie npenapamot, npumensemole 011 nposede-
HUS 3aMeCmUmMenbHOl mepanuy Y nayueHmos ¢ 2emoduauer:

* [Ipenaparnl KpOBM — KPUOIIPEIUITUTAT /TSI AIIUEHTOB C Te-
Moduiment A 1 cBesKe3aMOPOKeHHA 11J1a3Ma JIJIs JIeYeHUsT Taliu-
enToB ¢ remodurmeii A n B. Kpronpennmurar n3roraBimBaior us
II7Ta3MBI ITyTeM (DPAKIIMOHNPOBAHIS, BBIITYCKAIOT B CYXOM 1 3aMO-
poxentoM Buze. Comepxxut dakrop VIII, daxrop Busiebpana,
bubpunoren, IMMyHOTIO0Y IHBL. CBesKe3aMOPOKEHHAS TIIa3Ma
coziep:RUT Bee hakTopsl cBepThiBaHMs. HeocTaTkoM aTHX mperia-
PAaTOB SIBJISIETCSI OTCYTCTBUE CTAHIAPTU3AIMH 110 YPOBHSIM (DaKTO-
POB CBEPTBIBAHMS, YTO 3aTPY/IHSIET PAcUeT J03bI BBOAUMOTO IIpe-
napara. Kpome Toro, B ipenaparax KpoBU COIEPAKUTCS MHOTO GaJi-
JIACTHBIX GEJIKOB, YTO TPUBOJHUT K PA3BUTUIO TSIKEJIBIX alIepriu-
YeCcKHX peaknuil. [JTaBHbIM ske He[0CTaTKOM 3THUX IPerapaTos sIB-
JISIeTCS BBICOKUI PUCK 3apa’KeHUs TeMOTPAHCMUCCUBHBIMH HH-
(exuuamu. Cpexxe3aMOpPOKEHHAs I1JIa3Ma MOXKET I10JBEPraTbhCs
HEKOTOPBIM BH/IAM BHPYCHHAKTHBAIIUY, OZHAKO 3TO TIPUBOAUT K
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YaCTUYHOU MHAKTUBAIUU (DAKTOPOB cBepThIBaHusL. /1711 Kprorpe-
IUITATATA JKe BUPYCHHAKTUBAIMIO He TpuMeHsiior BooGiie. [To-
9TOMY HCIOJIb30BAHUE TIPENAPATOB KPOBU JIJIST JIEYEHIST TAllHeH-
TOB ¢ TeMouIINel, corylacHO pekoMeHaanusiM Beemuphoit dene-
panuy reMoGUINN, BO3MOXKHO TOJBKO B TeX CTpaHaX MHUPA, T7ie
JTH TIPerapaThl SABJSIOTCS eINHCTBEHHO JIOCTYITHBIMHU.

* [Lnazmennbie hakropsl cBeprbiBaius kposu VIII u IX usro-
TaBJIMBAIOT U3 JIOHOPCKOIA TIJIA3MbI METO/IOM JIMO(DUIIU3AINHI. ITO
MO3BOJISIET JI0OUTBCS BBICOKOU crerieHu ouncTki. [Iperapars moj-
BEPrafoT IBAK/IbI BUPYCHHAKTHBAIINH, YTO TI03BOJISICT CBECTH K MU-
HUMYMY PHCK 3apaskeHus nadekipamn. OIHAKO CyIIeCTBYIONTe
METO/IbI BUPYCUHAKTUBAIINY /1200 2((EKTUBHbI B OTHOIICHUH He-
0607104euHbIX BUPYCOB (Temarut A, napsoBupychl). [Ipenapars
JIETKO BBOJIMTH, OHW He COJIEPKAT OAJIACTHBIX GEJTKOB U XOPOIIO
niepeHocsitest GospHbIME. B Ykparie 3apernctpupoBanbl (hakTopbl
ceproBanust VI uMMyHaT, OKTaHat, SMOKJIOT, OUOKJIOT ¥ [Ip.
Daxrops! cBepThBamyst 1X: MMMy HIH, OKTaHNUH, aitMahHKC 1 1Ip.

* PexomGunantbie (aktopsl ceprbiBanus kposu VIII u
IX mpomympyoTest KyJabTypoii KIE€TOK, B KOTOPYIO € TIOMOIIBIO
TeHHOW WHXXEHEePHH BHEJPEH TeH, CHHTe3Wpyomuil ¢axtop
cBepThIBaHMs. Biiarogapst reHHON MHKEeHEPUH MOKeT ObITh 0=
JIYUEHO HEOTPAHUUYEHHOE KOJIMUECTBO PEKOMOUHAHTHBIX Mpera-
paToB. ITO OYEHD BAKHO, TAK KaK KOJIMYECTBO BEIPAGATHIBAEMBIX
MJIa3MEeHHBIX (PAKTOPOB CBEPTHIBAHUS JTUMUTHPOBAHO KOJIIYEC-
TBOM 3/I0POBBIX JIOHOPOB B 00IecTBe. TeXHOJIOIUsT U3rOTOBJIE-
HUSI PEKOMOMHAHTHBIX TIPETaPaTOB MO3BOJIsIET M30eKaTh BUPYC-
HOIl konTaMuHanuu. B Ykpaune 3aperucTpupoBato HeCKOIbKO
pekomOuHanTHbIX npenaparos FVIIL: pedakro, KOmKIHEIAT, pe-
KOMOWHAHT U TOJIBKO O/iMH pekoMOuHaHTHbI FIX — Genedukc.

/Jpyeue papmaxonozuueckue npenapamot:

* J/lecmomnpeccH — CHHTETHYECKHIT aHATIOT aHTH/IIypeTHye-
CKOTO TOPMOHA, KOTOPBIIl IOBBINIAET YPOBEHb IJIA3MEHHOTO
FVIII u hakropa Busie6panaa. OnHa BHYyTpUBEHHAS WH(Y3UST
nperapata B 103e 0,3 MK/T Ha 1 KI' Macchbl Tejia MOKET TTOBBICUTD
yposeub FVIII B Tpu—1ects pa3. Makcumanbublii addekr Ha-
crynaet yepe3 90 mun nocsie okonuanus nudysuu. Ciaemnyer no-
MHUTB, 9TO YaCTbIe TOBTOPHBIE BBE/ICHIS ECMOIIPECCHHA TIPH-
BOZAT K cHuKeHuio adexra. [lecmorpeccut IpUMEHSIOT 1IPU
HEeOOJIBIINX KPOBOTEUEHHSX Y TIAIIMEHTOB C JIETKOH U CPE/IHETSI-
sKestoit hopmamu remouin A.

* TpanekcamoBasi KHCJIOTa — aHTUDUOPUHOTIUTHIECKOE
cpescTBO, KoTopoe 3G (hEeKTUBHO MOAABIAET aKTHBAIMIO I171a3-
MIHOTEHA U ero TpeBpaiienne B miasMu. OHa obecrednBaer
CTabMIIBHOCTD CTYCTKOB U 3((heKTHBHA B KauyecTBe JOMOJIHH-
TEJILHOTO CPeJICTBA IIPU JICYEHIH TeMODUITHN.

* AMHUHOKAIPOHOBasi KUCJIOTA — aHTH(HUOPHMHOTUTHYECKOE
CPeJICTBO, CXO/IHOE C TPAHEKCAMOBOI KHUCJIO0TOH. B Hactosiee
BpeMsI UCIOJB3YIOT KpailHe PeIKo u3-3a 6ojiee KOPOTKOTO 110
CPaBHEHMIO C TPAHEKCAMOI KNCIOTOI TIepHo/ia MOJIYBbIBECHNU.

Taxum 06pa3oM, 3ajauaMu JIeYeHUs! MAIIUEHTOB ¢ TeModu-
JIAeH SIBJISIETCST COXPAHEHNE KUHU GOTHHOTO, YIIydIIeHIe Kade-
CTBa JKU3HU, CONMATbHAS a/[aITAIH.

[TpodunakTudeckue Mepol IpeycMaTPUBAIOT IIPEKAE BCETO
reHeTH4YecKoe KOHCYIbTHPOBAHNUE 1 BBISIBJIEHIE PHICKOB TIepe/ia-
YN 10 HACJIE/ICTBY MATOJIOTHYECKOTO reHa. OueHb BasKHBIM SIBJIS-
eTcsl Kak MOKHO (oJiee paHHee BBISIBJIEHUE TAIIMEHTOB C TeMO-
uimeit u npoBezsenre MM npoduakTudeckoro gedenus. Hema-
JIOBA)KHBIM B TIPO(IIAKTHKE KPOBOTEYEHUI SABJSAETCS MPOTIa-
ranjia 3aHAaTUil GU3KYIbTYPOI U CIIOPTOM. Y BeJIMYeHUE MblIIey-
HOI Macchl IPUBOJIUT K YKPEILIEHUIO COCYANCTOI CTEHKH U K 3a-
IIATE COCY/IOB OT TpaBM. [larmentam ¢ remoduinei pekoMen0-
BAHO 3aHUMATbCS TAaKUMU BUJIAMU CIIOPTA, KaK IJIaBaHbe, BEJIO-
CTIOPT, CIIOPTUBHAST XOIb0A, HACTOJNBHBIN TEHHIIC, TAHIIBL.

Temopunuio svineuums neavss! Ho 6maromapst 3aMecTuTemn-
HOII Teparuu MaluenTbl ¢ TeMObIIIIeil MOTYT ObITh TIOJHOIEH-
HBIMI YJIeHaMU 00IIecTBa.
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FrEMATONOrnM4

AxTyanbHi NTUTaHHA AiarHOCTUKMU Ta JliKkyBaHHS

I.P. FraproBecbka

¥ crarti BUCBiTIeHI TUTaHHA AiarHOCTHKY TeModitil, kiiHiuHi mposiBu
3axBopioBanist. Onucani Buu JikyBaHHs remodisii Ta OCHOBHI rpyIiu

npenaparis 3aMicHOI Teparrii.

Kmouoegi cnosa: zemoqinisi, paxmopu 3eopmanis kpoei.
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Recent issues of diagnosis and treatment
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The problems of hemophilia diagnosis, clinical manifestations of the
disease. Such types of hemophilia treatment and the main classes of

drugs replacement therapy.
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