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I'emoums — 310 HacenCTBEHHOE X-CIIETIIEHHOE PelleCCHBHOE 3ab0ieBanNe, 00yCIOBICHHOE TeHUITNTOM
(haKTOpPOB CBEPTHIBAIOIICH CHCTEMBI KPOBHU, HO B HEKOTOPBIX CIIydasX MOXKET ObITh IIPHOOPETEHHOTO XapaKTepa.
Haubonee pacnpocrpaneHa remoduiunst A, csizanHas ¢ aeduuntom dakropa VIII. Jdedumur dakropos cBep-
TeiBaHus VIII nmnn IX npuBOIUT K HAapyIIEHHIO «BHYTPEHHErO» ITyTH KOAryIsSLMOHHOTO T€MOCTa3a, a 3HauuT
U K HapyuIeHuIo oOpa3zoBaHus TpomOuHa. CTENeHb TsDKeCTH 3a0osieBaHMs 00YCIIOBICHA yPOBHEM KOHILIEHTpa-
MU (aKTOPOB CBEPTHIBAHMS B IIa3Me KpoBH. J{jisi reMo(uiny XapakTepeH reMaToOMHbIN TUII KPOBOTOYHBOCTH,
9TO KIMHUYECKH MPOSBIISIETCS YOPMUPOBAHUEM TEMapTPO30B U reMaToM. BaXKHBIM THarHOCTHYECKUM KPHTEPH-
eM siBisiercs yanuHenue AUTB; 11 yTouneHus AuarHo3a IpoBOJUTCS ONpeelIeHIe KOHIIGHTPAILHY B CBIBOPOTKE
KPOBHU OT/JCIBHBIX (aKkTOpoB cBepThiBaHMA. JluddepenHunanbHas IMarHoCTHKa IPOBOAUTCS B MEPBYIO OYepesb
¢ Oonesnblo BuneOpanna, mockonbky dakrop ¢Gon Butebpanna ciryxut HocuteneM s ¢axropa VIII u or-
CyTCTBHE 3TOr0 (pakTopa OyneT COMpOBOXKAATHCS HU3KOM akTUBHOCTBIO (hakTopa VIII. OCHOBHOI MpUHIIHMII Jieye-
HHSA — BBeJIeHHE Je(PUIUTHOTO (PaKTOpa CBEPTHIBAHHS C LEJIbIO MOBBILICHUS €r0 KOHIIEHTPALlMU B KpPOBH. BaxHas
poJb NIPOPUIAKTHYECKON 3aMECTUTEIBHON Tepalui 3aKIII0YaeTCs B IPEAYIPEKACHHN Pa3BUTUS KPOBOTCUSHHH
u reModuandeckoil aprpomarun. OCIOXKHEHHEM 3aMECTHTENILHON Tepanud MOXET ObITh MOSBICHHE aHTHTEI
(uaruduropa) nporus dakropos VIII miu IX, kotopsle cnenuduueck HEHTPaIN3yIOT IPOKOATYISHTHYIO aKTHB-
HOCTBH ()aKTOPOB CBEPTHIBAHUS KPOBH.
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Haemophilia is a hereditary X-linked recessive disease caused by a deficiency of coagulation factors.
Sometimes haemophilia can be acquired. The most common types is haemophilia A associated with a deficiency of
factor VIII. Deficiencies of coagulation factors (factor VIII and factor IX) leads to violation of the internal pathway
of coagulation hemostasis. Because of this, the formation of thrombin is disrupted. The severity of the disease is
determined by the level of coagulation factors concentration in the blood. Haemophilia manifests in a hematoma
type of bleeding, which is characterized by haemarthrosis and haematomas. An important diagnostic criterion is the
lengthening of the APTT. Determination of individual coagulation factors in the blood serum helps to clarify the
diagnosis. Differential diagnostics is carried out with von Willebrand disease, since von Willebrand factor serves as
a carrier for factor VIII and the absence of this factor will be accompanied by a decline in the factor VIII activity.The
main principle of treatment is the use of a deficient coagulation factor in order to increase its concentration in the
blood.An important role of preventive replacement therapy is prevent the development of bleeding and hemophilic
arthropathy.A complication of replacement therapy may be the appearance of antibodies (inhibitor) against factors
VIII or IX, which specifically neutralize the procoagulant activity of blood clotting factors.

Keywords: haemophilia, deficiency of coagulation factors, pathology of the hemostasis system, haemarthrosis

I'emModunmst OTHOCUTCS K TATOJOTUH CH-
CTEeMBl TeMOCTa3a M SIBIIIETCS HACIEICTBEH-
HBIM X-CIETUIEHHBIM PEIleCCUBHBIM 3a00eBa-
HHEM, O0YCIIOBIICHHBIM JACPUITUTOM (aKTOPOB
CBEPTHIBAIOIIEH CHCTEMBI KPOBH (TeMOQIITHS
A cBs3ana ¢ nepunurom dakropa VIII; remo-
¢wms B — ¢ nepunurom dakropa I1X). I'ensl,
koaupytommue ¢akrops! VIII u IX, pacnonoxe-
HBI Ha X-XpoMocome. OmHAKO TEMO(IITHS MO-
KeT OBITh M CIOPaJUYeCcCKUM 3a00JeBaHUEM.
B sTOM ciyyae HacIeCTBEHHOCTH Y MalleHTa
HE MPOCIICKUBACTCA. DTO OOBICHACTCS TEM,
4yTOo 00pa3oBaHHe MYTAlHi MpPEACTaBIsET He-
MIPEPBIBHBIN MPOIIECC, M YacTh JIUI] MY>KCKOTO

noia, OOMBHBIX reModuined, UMEIOT BHOBb
MyTtupoBaBmuiires ¢akropa VIII umm daxro-
pa IX wiu noiayymnu BHOBb MYTHPOBaBLIWN
rer ot marepi [1, c.18]. B 6onpmmaCTBE Ciy-
yaeB JaHHBIM 3a00JIeBaHUEM CTPAJaloT JIUIAa
MYXCKoro noja. ['eModuins y nun »KeHCKOTo
1ojia BO3MOXKHA B TOM Cllydae, €CJIM OTell —
OospHON reModuInel, a MaTb — HOCUTEIbHU-
11a TeHareMO(HITHH.

Taxxe remoriis MOXKET OBITH TIPHOOpE-
TEHHOTO XapakTepa; B 3TOM ClIydae IaToreHes
00ycIioBNIeH BBIPAaOOTKOHM ayToaHTUTEN K (ak-
topy cBepteiBanust VIII. K ¢axropam, npen-
pacrioararoium K e€ pa3BUTHIO, MO>KHO OTHE-
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CTH ayTOMMMYHHBIE 3a00JieBaHus (HarpumMep,
CUCTEMHasl KpacHasl BOJTUYaHKa, Ay TOMMMYHHas
TeMOJTUTHYCCKAs aHEMUSI), HEKOTOPbIE OMyXO-
U (XpOHHUYECKUI JTHMQOIEHKO3, SpUTPOMHUE-
7103), caxapHbIi JuabeT, OpOHXHAIbHAS aCTMa,
BHUPYCHBIC T€IIATUTHL U Psi APYTUX.

Llenb uccnenoBaHus — U3YYHUTh TATOTEHES,
JIUArHOCTHKY U MPHUHIIUIBI TATOTCHETUYECKOM
Tepanuu reMoQUIINH.

MaTepI/Ian M METOAbI UCCTICAOBAHUA

Marepuan u METOABI UCCIENOBAHUS: MPO-
AQHAJIN3UPOBAHHBIE PA3JINYHBIE HAYYHBIC JIATE-
paTypHbl€ HCTOUHUKH.

Pe3ynbrarhl ucene10Banus
U MX 00Cy:KIeHue

Cucrema reMocTasza BKJIIOYAeT MEpBHUY-
HBIH COCYAMCTO-TPOMOOLIMTAPHBIA TeMOCTa3
U KOAryJIIMOHHBIM — BTrOpUYHbIM. OnHOMI
W3 TNIABHBIX 33734 CHUCTEMBI FeMOCTa3a SIBIIs-
eTCsl 3alluTa OT KPOBOIOTEPH — OCTAaHOBKA
KpoBoTeueHHs. [Ipu mMOBpexaeHUU COCyau-
CTO CTeHKH Onarojaps CHUCTEME TreMocTasa
OCYIIIECTBIISIETCS] CBEPTHIBAHUE KpOBU. biaro-
Japsi COCyAUCTO-TPOMOOLMTAPHOMY I'eéMOCTa-
3y, BXKHYIO pOIIb B OCYIIIECTBICHUH KOTOPOTO
WTPAIOT TPOMOOIUTH U IHIOTEIHH COCY/IOB,
o0OpasyeTcst TPOMOOIUTapHBIN (OebIii) TPOMO.
TpomOouuTapHelii  TpOMO  HEAOCTATOYHO
MpOYeH, ero oO0pa3oBaHUs HEIOCTAaTOYHO
U TIOJTHOW OCTAHOBKH KpoBoTeueHHs. I1oa-
TOMY OOJIBIIIOE 3HAUECHHUE IIPUHAUICKUT TAKKE
KOAryJISIIIHOHHOMY (BTOPUYHOMY) T€MOCTa3y.

ComnacHO «KacKagHOW» MOJENIN CBep-
THIBAaHHSA KPOBH, KOAryJISIIMOHHBIA TeMoCTa3
BKJIIOYAET «BHEIIHUW» U «BHYTPEHHUID IMyTH
aKTHBaLMKM TPOMOMHA. «BHEIIHUN» MyTh CBS-
3aH C MOCTYIUICHHEM B KPOBb TKAHEBOTO TPOM-
OorutactuHa. BHYTpeHHNH MexaHH3M BKJIIOUa-
€T TMOCIe0BaTeIbHYI0 aKTUBALUIO (HaKTOPOB
ceepteiBanus kposu — XII, XI, IX, VIII, X. Ta-
kuM obpaszom, daxropsl VIlla un [Xa ygactsy-
10T B aKTHBalMK ¢axkropa X, KOTOPbIH UrpaeT
Ba)XXHYIO POJIb B NIPEBPAILCHUN IIPOTPOMOMHA
B TPOMOWH.

®akrop VIII — 310 mIMKONpOTEUa, KOTO-
pBIi BBIpabaThIBacTCs B IEUCHH, CEJIC3CHKE,
KJIETKax SHIOTENHS U JedkonuTax [2, c. 61].
Hocurenem s daxropa VIII cmyxut vWF —
(haxtop dhon Bumnebpanga. braromapst cBI3bI-
BaHUIO 3THX (DaKTOPOB CTAOMIM3UPYETCS MO-
nekyna ¢akropa VIII u yBenuunuBaercs: Bpemsi
cymectBoBanus ¢akropa VIII BHyTpH cocyna.
®axtop X cuHTE3MpyeTCS B MEUEHU NpHU yUa-
ctuu BuTamuHa K.

[Ipu remodmnmm cTpamaeT «BHYTPESHHUN
Ty Th KOAryJIsIHOHHOTO TeMocTasa. [lpu nedu-
nurte paxropos VIII wim IX Benencrsue Hapy-
mieHus: 00pa3oBaHUsl KPOBSHOTO TPOMOOILUIA-
CTHHA HapylaeTcs U o0pa3oBaHUEe TPOMOMHA

[3, c. 29]. B To ke BpeMsi TpOMOUH BBITIOTHSET
MHOT0 pa3HO00pa3HbIX (QYHKIHHA, CpEeAr KOTO-
PBIX aKTHBaLMsl (GUOPHMHOTCHA M IPEBPALICHNE
ero B (hHOpWH; aKTUBAITUS HEKOTOPHIX (PakKTo-
poB cBepteiBanusa (B wactHoctu V, VIILXI);
yuactue B otiiericanu gaxropa VIII or Oern-
Ka-HocuTens ¢aktopa ¢poH Bunnedpanna.

[Ipu 3TOM GONBIIYIO POJIb UTPAET KOHIICH-
Tpauus (akTOpPOB CBEPTHIBAHUS B ILIa3Me
kpoBH. COOTBETCTBEHHO YPOBHIO AchHIIMTA
VIII wm IX ¢akTopoB pa3nuvaroT Cleayro-
[IME CTETEeHU TSHKECTH FeMOQWIHU: TsDKEast
(menee 1 ME/nn), cpenueii soxectu (1-5 ME/mn)
u aerkas (5-30 ME/mr). Yem meHblne KoH-
LHEHTpalus 3TUX (AKTOPOB B IUIa3Me KPOBH,
TeM OoJsiee OyIeT BBIpaKeH reMopparundecKuit
CHUHIPOM.

I'emopparnyeckuii  CHHAPOM  IIPOTEKa-
€T HE OJMHAKOBO IpU MATOJIOTUU COCYIH-
CTO-TPOMOOLIUTAPHOTO U KOAryJIsUOHHO-
ro 3BeHa remocTasza. lloBpexineHue KOXHU
WIN CIU3UCTBIX Ipu Aedekrax cocyaucTo-
TPOMOOIIMTAPHOTO 3BE€Ha TEeMOCTa3a Cpasy
MPUBOAUT K BBIPAXKEHHOMY KpPOBOTEUEHHIO.
Tak Ha3piBaeMas «paHHAS KPOBOTOYHBOCTDHY
XapaxkTepHa JUIs TPOMOOLIMTONIEHUH 1 TPOMOO-
muronatuid. [Ipu remodunnm crpagaer koary-
JSIIMOHHOE 3BEHO remocrasa. Ilpu nospexne-
HUM 00pa3yeTcs MEPBUYHBIA TPOMOOITUTAPHBIH
TpoMO, MO3TOMY KPOBOTEUCHHE B TEUCHHUE
HECKOJIbKHX MHUHYT OCTaHaBIMBaeTcs. Xa-
paKTepHbIe AJIsl KOaryjaonaTtuii, B TOM 4HCIIE,
reMOQUINM HapyLIEHUs] CO CTOPOHBI KOary-
JSIIMOHHOTO TEMOCTa3a IPUBOAAT K TOMY,
YTO TPOMOOIMTApHBIE TPOMOBI HE OyayT CBsl-
3aHbl HUTSMH (UOPHHA; B TEUCHHE JIBYX YaCOB
3TH TPOMOBI pa3pylIaloTcs U KPOBOTECUCHHE
HayMHaeTcs cHoBa. Takum oOpasom, Ui Te-
Mo(HIMK XapaKTepHa TaKk Ha3blBaeMas 11031~
HSIS1 KPOBOTOUUBOCTEY.

B cnywsae Tsxenoir dopmbl reMopuIUN
nepBbie MPHU3HAKKA 3a00J€BaHMsI TOSMBISIOTCS
yare B BO3pacTe 9 Mecsues, MpHu Jerkoi ¢op-
Me — B Bo3pacTte 22 Mec. [ 1, c. 48]. XapakTtepeH
TeMaTOMHBIH THUI KPOBOTOYMBOCTH. Jlerkas
(dhopma 3a00JIeBaHUS TIPOSBIIACTCS KPOBOTEUE-
HUSIMH, KaK MPaBUIIO, TOJIBKO MPU 3HAYUTEIb-
HBIX TpaBMax WM OOIIUPHBIX ONEPaTUBHBIX
BMemiarenscTBax [4, c. 100]. XapakrepHsl
MIPOIOJKUTENbHBIE KPOBOTEUEHHS] TIPU IKC-
TpaKUuu 3y0a, BO3MOXKHBI JKEITyIOYHO-KHUILIeY-
HBIE U ITOYeyHble KpoBoTeueHus. [Ipu remodu-
JIUH, 0COOEHHO TPY TSDKENBIX (popMax, oueHb
BBICOKasi BEPOSTHOCTh PA3BUTHSl BHYTPEHHHUX
KpOBOTEUEHUI. [€MaTOMHBII THUI KPOBOTO-
YMBOCTH XapaKTepeH He TONBKO AJISl Haclel-
CTBEHHO OOYCIJIOBJICHHOM, HO M Ui IpuoOpe-
TEHHOH TeMOUITHH.

Breipaxkennsrit  gegunur  VIII  dakropa
NpU HACIEACTBEHHOH TI'eMO(HIMH COMpPOBO-
JKJaeTcsl pa3BUTHEM TI'eMapTpO30B M OOIIHUp-
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HBIX TIeMaToM. B OCHOBHOM NOpaKaroTCH
KpPYIHBIE CyCTaBbl — JIOKTEBBIC, KOJICHHBIE
U TonieHocTOnHbIe. [Ipy MOBTOPHBIX KPOBOM3-
JTUSHUSIX B CyCTaBBl U B OTCYTCTBHH CBOEBpE-
MEHHOH 3aMECTUTENILHON TEPAUU U3MEHEHUS
B CyCTaBaX MOTYT HOCHTh HEOOpaTHMBIH Xa-
paxrep, BO3MOXKHO (OPMHUpPOBAHHE KOHTpPAK-
Typ. Ilpu 3TOM Kamcyna cycraBa CTaHOBUTCS
YTONIIEHHON W M3MEHSET IBET 10 BIUSHUEM
reMOCHIEepUHa, KOTOPBI TOCe pa3pymieHus
reMoOrIoOMHa  TOINIOIIAETCS  KaIlCYISIpPHBI-
MU (aronuramu, MpujaBas Karcyie CycTaBa
XapakTepHbIM mokonagHeiii 1Ber [1, c.52].
HanpHelmne BOCHAJNHUTENbHBIE IMPOLECCHI
B TIOP@KEHHOM CyCTaBe€ COIPOBOXKIAIOTCS
BBIpOKCHHBIMH  (DHOPO3HBIMA HM3MEHEHUSIMHU
CYCTaBHOM KarlCyllbl U OKPYXAIOIIUX MATKHAX
TkaHeld. Co BpeMeHeM XpsIll CTAHOBUTCS Me-
Hee NPOYHBIM W IOf JEHCTBHEM AaKTHBHBIX
MIPOTEONUTUYECKUX (PEPMEHTOB pa3pylIacTcs.
Bripaxxennas mpedopmarusi cycraBa COMpOBO-
JKIaeTcsl MBIIeYHON aTpoduei. Takum oOpa-
30M, UTOTOM PEIUANBHPYIONIUX TeMapTPO30B
sBJsieTcst opMUpOBaHUE XPOHUUECKOTO MOCT-
reMOpparn4eckoro CHHOBUTa M reMoguiInye-
cKoil aptpomnatuu [5, c. 506]. B nanpHeiimem
thopmupyetcs nehopMUPYIOIINI apTPO3 C BHI-
pakeHHBIM OOJIeBBIM cuHApOoMOoM. Ha peHtre-
HOTpaMM€ y TalMeHTOB BBISBISIIOT CY)KEHHE
CYCTaBHOM IENH, YIUIOTHEHHUE CYCTaBHOM
KarcCyJbl, SIBICHUSI OCTEOIIOpO3a U APYTrHe Ha-
pyuienus. B otnnume oT HacneACTBEHHOM re-
ModmImu A, Ipu MPUOOPETEHHON TeMOPIITNN
TeMapTPO3bI BCTPEUYAIOTCS PENKO.

OnnaumM u3 3a0oneBanui, TpeOyromux aud-
(hepeHIIMaIbHON IUArHOCTUKU C TeMO(UIINEH,
siBisieTcst Oone3ns BuueOpanna. [Tockonbky
¢axTop pon Buinebpanaa ciykuT HoCUTEIeM
s ¢dakropa VI, orcyrctBue akropa Qo
BunneGpanna OyzeT conpoBOXAaTHCS HU3KOM
akTuBHOCTHIO (pakTopa VIII. [TosTOMYy KIMHU-
YecKre MPOSBIICHUS 3TUX JBYX 3a0oneBaHUit
MOTYT OBITh CXOAHBIMH. M1 B TOM, U B Jpy-
IOM cily4ae MOTYT OBbITb PELUANBUPYIOIIUE
KpOBOUBIUSHUS B CycTaBbl. Ho y marmumeHToB
¢ Oomne3npio BummeOpaHaa 3TH CHMITTOMEI Me-
HEe BBEIPAKEHBI, YeM Y OOTBHBIX TeMOoduIHei
U COYETAIOTCS ¢ KPOBOTEUEHUSIMU MO MHUKPO-
LUpKyJIaTopHOMY TUMy [6, c. 388]. ITpu aToM
reMapTpo3bl BCTpeyaroTcs npu Oonesnu Bui-
neOpaH/ia ropas3zio pexe, 4eM Mpu reMOopHINH.
Kpome srtoro, mpu mpoBemenuu muddepeH-
OUATbHON AMAarHOCTUKH BaKHO YYHTHIBATH,
yro Oone3Hbio BuiieOpanaa J0cTaroyHo da-
CTO CTPaJAIOT JIHLA )KEHCKOTO TI0JIa B OTINYHUE
OT reMO(UIIUH.

OOmmpHBIE KPOBOMINUSHUS TTPpHU TeModu-
JIMH B pe3yibTare 1e()eKTOB CIABINBAHAS MOTYT
MIPUBOIUTH K MOPAKEHHUIO HEPBOB C MOCTIEIYIO-
M mape3oMm [1, c¢.51]. Haubomee omacHbM
OCJIO)KHEHHEM TIpH reMO(WIINK SBISETCS BHY-
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TpUYEpenHasi reMaroma, MO3TOMY OOJBIIYIO
OMACHOCTh MNpH TeMOQWINH MPENCTABISIOT
TpaBMHbI TONOBKL [Ipn remodrmu B knmamnge-
CKHE CHMITOMBI OyAyT CXONHBIMH, TAaKXe Xa-
paKTepHbI TEMaTOMBI 1 TEMapTPO3bI, HO BCTPE-
YaloTCs OHU PeXke, 4eM Ipu reMouimn A.

I'emodunuio A u B ouens cinoxuo nudde-
PEHLUPOBATh, OPHEHTHPYSCH TOJIBKO HA K-
HUKy. BakHOe JHMarHOCTHYEeCKOe 3HaueHUe
MIPUHAJUICKHUT OIIEHKE COCTOSIHHSI CHCTEMBI Te-
MOCTa3a ¢ TOMOIIBIO0 TEMOCTa3norpaMMabl. Tax
KaK MEXaHU3MBI COCYIHCTO-TPOMOOIUTAPHO-
ro remMocTasa npu reMoQuIng He HapyIlIeHbl,
BpeMsl KpoBOTeueHus no [IploKy HEe H3MeHe-
HO; KOJMYECTBO TPOMOOITUTOB, KaK MPaBHUIIO,
B mpenenax Hopwmbl. [lpu remodmmuu yamu-
HEHO BpeMs CBepThIBaHUSA KpoBH. l[lockombKy
Mpu TeMOUINH HapyIIAeTCs «BHYTPEHHUI
MyTh KOATYJSIIMOHHOTO TeMocTa3a, Habmona-
ercs ynnuaenne AUTB (k ymmmaenuio AUTB
MPUBOAUT NeGUIUT (aKTOPOB CBEPTHIBAHUS
«BHYTPEHHETO» ITyTH, B TOM 4YHCIe (haKTOpPOB
VIII n IX). Onnaxo, ymaeane AUTB mo-
JKeT HaOMIoIaThesl He TOJIBKO NpU reModuinmy,
HO U NpH TSDKENBbIX ¢opmax Oone3Hn Bure-
Opanna, a Takxke Ha (QOHE renapuHOTEpaINH,
MPH HAaUYAW BOIYAHOYHOTO AHTUKOATYIISH-
ta. IIpoTpoMOMHOBOE BpeMs WCHOIB3YETCS
JUTSL OLIEHKH «BHEIITHET0» IyTH CBEPTHIBAHUSIH
BTOPO# (ha3bl CBEPTHIBAHUS KPOBH, ITOITOMY
NpY TeMOQUIINH 3TOT MOKa3aTelb, KaK MpaBu-
710, HAXOAUTCS B Ipenenaax HOpMbl [7, ¢.248].
B muddepernmnanbHO-AMarHOCTHYECKOM TIIIa-
He C Oone3Hpi0 BumreOpanma BakKHBIM SB-
JSeTCsl 3HAYNUTENBHOE YBEIMYCHHE BpPEMEHHU
KpPOBOTEUEHHS TIPY STOW IMATOJNOTHH, a TaKKe
MPOMCXOJUT HapyIIeHWE arperandd TpoMOo-
LUTOB C PUCTOMMIMHOM, YTO HE XapaKTEPHO
JUtst reMounn A.

Jnsa  yTodHEHWS JAWarHo3a IPOBOTUTCS
OTpe/ieTieHne KOHIIEHTPAIlMd B CHIBOPOTKE
KpPOBU OTIENBHBIX (AaKTOPOB CBEPTHIBAHUSI.
IIpu remodminu A BBIABISIETCS CHUKECHHE
koHuentpauuu Qaxropa VI, a npu remodu-
muu B — daxropa [X.

BaxxHpIM METOOM AMATHOCTUKH, OCO-
OCHHO TpeHaTaIbHOMH, SBIAETCS MOJEKYISIp-
HO-TEHETHYECKOe HCClieZlIoBaHNe. MeToanka
BeisiBNIeHUsT monumopduzma JTHK mosBonser
JUarHOCTHPOBaTh HapyLIeHUs T'eHOB (hakTo-
poB cBepThIBaHus [8, c.213].

B cnyuae mnpuoOpereHHONH TeMO(IHN
A B remocrazuorpamMme TaKXe ONpeAenseTcs
yuinHenne AUTB u BpeMeHH CBepTHIBaHUS;
MOKa3aTeN TPOMOMHOBOTO M TPOTPOMOWHO-
BOTO BPEMEHH, KOJINYECTBO TPOMOOLUTOB CO-
XpaHSIOTCA B TIpefeNax HOPMEL. «30JI0THIM
CTaH/JapTOM» JHAarHOCTUKHA MPHOOPETEHHOM
remopmimu A CIemyeT CYHWTATh CHIDKECHHE
ypoBHs (akropa VIII u BeIsIBIICHUE €r0 WHTH-
ouropa [9, c. 75].
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OCHOBHOM NpPUHIMIT JIEYCHUS TeMO(H-
JUM — 3aMECTHTENbHAs Tepamus, TO ecCTb
BBe/IcHHE JeHUUUTHOrO (akropa cBEpThHIBa-
HUS C LIEJIBIO MOBBIICHUS €r0 KOHLEHTPALUU
B KpoBH. IIpenaparsl ass gedeHus: reMopuiInu
MOXXHO pa3/ieNUTh Ha Ipernaparbl, Moirydae-
MbI€ U3 TUIa3Mbl IOHOPOB, U MIpenaparsl, Noy-
yaeMble ¢ oMoLIbI0 pexomOuHanTHoi JJHK-
texHoxnoruu [1, c.61]. bonee pacnpocTpaHeHbl
IIpernaparsl, IoJIy4yaeMble U3 IIa3Mbl JOHOPOB.

3amectuTenpHas — Tepamus  (aKTopamu
CBEPTHIBAHUS KPOBH MOXET IPOBOAUTHCS
o TpeOOBaHUIO WIIK C LEIbI0 TPOPHUIAKTUKY.
B mepBom cnydae Lenbio JieYCHUS SBIACTCS
OCTaHOBKa KPOBOTECUCHHUS Y OONBHBIX TeModu-
mueit. Jloza dakxTopa cBepTHIBaHUS, HEOOXOIU-
Masi AJIsl JIeYEHUsI CIIOHTAaHHOTO KPOBOTEUEHUS
WIN U KOPPEKIIMK reMocTas3a Mpu XUPypru-
YECKOM BMEIATENbCTBE, 3aBUCUT OT TSKECTH
remopparuyeckoro cusapoma [10, ¢.210]. Ile-
JBbI0 JICYCHUS! MPOQHIAKTHUECKOTO SIBISAETCS
IpeaynpexJeHre KPOBOTEUCHUH W Pa3BUTHUS
reMoprIMdecKkoil aprpomaruu. Paznugaror
NEPBUYHYI0 U BTOPUYHYIO MPOPHIAKTHKY.
[epBryHas npoduakTHKa HAYMHAECTCS 10 TIO-
SIBJICHUSI [TPU3HAKOB MOPAXKEHHSI CyCTaBOB M UX
XPOHUYECKOrO BocHajieHusa. Bropuunas mpo-
(mIakTHKa MPOBOAUTCS IOCIE Pa3BUTHS IIO-
BTOPHBIX KPOBOM3JIUSHHUN B CYCTaBbI.

TspKenbIM OCIOXKHEHUEM 3aMECTUTENBHON
Teparnuy SBJSIETCS MOSBICHUE aHTUTEN (MHTHU-
ouropa) npotus ¢akropoB VIII nnn IX. Unru-
OUTOp — 3TO MOJNHKIIOHAIEHOE BhICOKOAh(hUH-
Hoe lgG-aHTHTENO, KOTOpOE CrenupuIecKn
HEeHTpalu3yeT NPOKOAryIsIHTHYIO aKTUBHOCTb
(dakTopoB cBepreiBaHus kpoBu [11, c¢.133].
K ¢akrtopam pucka mosBieHHs WHTHOUTOPOB
OTHOCSITCS TeHETHYECKUE (PaKTOPHI (CeMeHbIH
aHaMHe3 WHTHOWTOpa, HM3Kui ypoBeHb VIII
(hakTopa), a Taxke BO3pacT MalMeHTa (K TpyI-
1€ HauOOJIBIIIEr0 PUCKAa OTHOCATCS I€TH PaH-
HETo BO3pacTa), HaJuure WH(GEKINH WIH Ore-
pauuy HaMOMEHT TIepBOTo BBeleHHs (akTopa.
B ciyuae npuMeHeHus: peKOMOMHAHTHBIX Tpe-
naparoB ¢akropa VIII umeercst Gonpmuii prck
pa3BUTHS MHTHOUTOPHOU (hOPMBI TeMO(IIIHH
A, TIOCKOJNBKY PEKOMOMHAHTHBIC IIperaparhl
00J1aJaroT M0 CPaBHEHHIO C MIa3MaTHYEeCKUMHU
ropasno 0osee BbICOKOW apUHHOCTBIO K Poc-
omununam [1, ¢.87]. AKTUBHOCTh HHTHOUTO-
pa mpu HacJeACTBEHHOH reMopuiunu A Haxo-
IUTCS B 00paTHOM KOPPEISALUU C aKTUBHOCTHIO
(dhaxtopa VIII, B To Bpems kak mpu mprodpe-
TEHHOM TreMopuIuu A MareMaTu4eckod 3a-
BUCHMOCTH MEX]y aKTUBHOCTBIO HHTHOUTOPA
u akTuBHOCTHIO (akropa VIII Her.

BreiBogpl. Takum oOpazom, reModuius —
3TO HAacCJENCTBEHHOE X-CIEMJICHHOE peLec-
CHUBHOE 3a0ojieBaHue, 00yCIIOBICHHOE Achu-
UTOM (DaKTOPOB CBEPTHIBAIOMICH CHCTEMEI

KPOBH; B HEKOTOPBIX CIy4asX MOXET OBITh
npuoOpeTeHHOTO XapakTepa. [Ipu remodumun
HapyLIaeTcsl «BHYTPEHHMID IyTh KOAryss-
LUOHHOTO T€MOCTa3a, YTO B KOHEYHOM HTOre
MPUBOAXT K HApyIMIEHHIO 00pa3oBaHUsI TPOM-
6una. CTenieHb TSKECTH 3a00JIeBaHUS 3aBUCUT
OT CTCIICHU CHW)KCHUS KOHIICHTpaluu (Qax-
TOPOB CBEpPTHIBaHUS B IJIa3Me KpoBu. Bceraen-
CTBUE HapYILICHUS KOATyISIHUOHHOIO TI€MO-
cTaza Jusl TeMO(HIIUN XapaKTepHA «ITO3THSISL
KPOBOTOYMBOCTBY; THII KPOBOTOUHUBOCTU — T'€-
MaTOMHBIN. BakHBIM JIMarHOCTUYECKUM KpH-
TepueM siBigercs yuinHenue AUTB; ans ytou-
HEHUs JMarHo3a MPOBOJIUTCA OIpeneIcHue
KOHIICHTPALIUU B CBIBOPOTKE KPOBH OTJECIBbHBIX
(dakTopoB cBepThIBaHUA. OCHOBHOI TPUHITAI
JIEYECHHUS — 3aMECTUTENbHAs Tepanus, KoTopas
MPOBOAUTCS MO TPEOOBAHUIO WIH C IIENBIO
npodunaktuku. [Ipodpunaktuyeckoe BBee-
Hue e(pUIUTHOTO (PaKTOpa CBEPTHIBAHUS KPO-
BU HaIIPABIICHO HA MIPEIyNPEKICHUE PA3BUTUL
KPOBOTCUCHUI M TeMO(IINYECKON apTpora-
THW, YTO 3HAYUTEJBHO IOBBIIIAECT KauyeCTBO
’KU3HH MMAIUCHTOB.
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