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Femodunua A - HauleacTBeHHoe 3aboneBaHue, cBsi3aHHOe ¢ X-XPOMOCOMOM, HapyLleHne
HOpMarnbHOro npouecca CBEpTbiBaHUS KPOBU, KOTOpoe fopaxaeT npubnusutenbHo 1 ns
5000 my>xumH. 3aboneBaHue Bbi3aBaHo aeduumtom caktopa VIl (FVIII) unn cTpykTypHbIMY e~
¢ekTamu B HéM. OgHMM U3 Hanbonee cepbE&3HbIX OCNTOXXHEHUI 3aMeCcTUTENbHOM Tepanun siB-
nsieTcs obpasoBaHne MHIMGUTOPHBIX aHTUTen K FVIII (MHrmbruTopoe) npumepHo y 30 % Gonb-
HbIXx remodunuen A. CTaHBAPTHLIM MEeTOA0M ANs oGHapyXXeHus nHrméutopos FVIII cnyxnTt
Betespa-aHanus. Moa HawWMM HabnoaeHMEM Haxoauncs pebEHOK B Bo3pacTe 2-X JieT, cTpa-
AaloLwmin UHrM6uTopHou chopmon remocdunuu A. Pe6éHky BBoauncs npenapar rFVila (Hoeo-
CaBeH) B Ao3e 180 MKr/Kr 3-KpaTHO, YTO 06ecneynno foMmKHbIA reMocTaTnyecknm 3 exT.

KnroyeBble cnoBa: remopunvs A; MHI'MGMTOprle aHtutena; Hoso-CsBeH.

Protasova T.A., Orlova N.M.
Kemerovo regional clinical hospital,
Kemerovo

CASE INHIBITORY FORM OF THE HEMOPHILIA A AT THE CHILD OF EARLY AGE

Hemophilia A is the hereditary disease connected with the X-chromosome which cause inf-
ringement of normal process of a fibrillation which amazes approximately 1 of 5000 men. Di-
sease is caused by deficiency of the factor VIl (FVIII) or structural defects in it. One of serious
complications of replaceable therapy FVIIl is formation inhibitory antibodies to FVIII (inhibitors)
approximately at 30 % sick of a hemophilia A. As standard method of detection FVIIl inhibitors
the Betezda-analysis serves. Under our supervision there was the child at the age of 2th ye-
ars, suffering inhibitory form of a hemophilia A. To the child the preparation rFVila (Novo-Se-

ven) in a dose 180 mkg/kg was entered is triple that has provided due haemostatic effect.

Key words: hemophilia A; inhibitory antibodies; Novo-Seven.

CBA3aHHOE C MyTalfeil TeHa, OTBETCTBEHHOTO 32
CHHTE3 aHTUTEeMODIILHOTO TJI00YJINHA, PACTIONO-
JKEHHOTO Ha X-XPOMOCOME, KOTOPOe HOopaskaeT pus-
sgusureabHo 1 3 5000 mMyxumn. 3aboeBaHne BbI3Ba-
Ho gedurmrom daxropa VIII (FVIII) wiu crpyKryp-
HBIMU fedekTaMu B HEM. /lannbrii (akTop ABISETCA
KJIIOUEBBIM 37IEMEHTOM BHYTPEHHETO IIYTH CBEPTLIBA-
Hug KpoBu. I'emodming A HOCHT HACTeICTBEHHBIH
(cemeiinbiii) xapakrep y 70-90 % GoJbHbBIX U CIIOpa-
qmdaecknit xapakrep y 10-30 %.
B seuennn 60IBHBIX TeMOUINEH OCHOBHBIM KOM-
TIOHEHTOM SBJISIETCS CBOEBPEMeHHas aJleKBaTHAsS 3aMec-

I l(i‘MOCl')I/IJII/ISI A — macsencTBEeHHOE 3360JICBaHI/Ie,
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TUTeJIbHAS Tepalllisl, 03BOJIIONAasl BOCIOIHUTD YPOBEHb
npepurnraoro FVIII dakropa B miasme.

[l mpoBeieHys 3aMeCTUTEIbHOI Tepalni UCII0JIb-
3yiorest pekomOunanthbiit VIII daxktop n KoHienrpa-
Tbl IIJIa3Mbl, IIpOLIe/INEe ABOHHYIO BUPYCHYIO UHAKTU-
BallUIO.

OpuuM 13 Hanbosiee CEPbE3HBIX OCIOKHEHUI 3a-
Mectutesrbro Tepanmu FVIII aBiasgerca o6pas3oBanue
unruburopubix anrures K FVIIL (uaru6uropos) mupu-
Mepo y 30 % GosbHbix reModuiueii A. Yarie wHrH-
GUTOPBI PA3BUBAIOTCS TIPH UCHOJIb30BAHUN PEKOMOUHAH-
THBIX (DAKTOPOB 1 3HAYUTEIBHO peXe BO3HUKAIOT MPH
UCIIOJIb30BAaHUU IIPEIapaTOB IIa3Mbl, IIPOLIE/IINX /[BOM-
HYyIO BUpyCHY10 uHakTuBaimio. Muruéuropsr FVIIL 06brd-
HO TIOABJIAIOTCA Tocie 9-12 mmeit medeHuss n 6BICTPO
uefirpamsytor FVIII, uto npemsatcTByer remoctasdy. Kpo-
Me yBeJIMYeHNsT CTOUMOCTH JiedeH st GOJTbHbIX, TTOSIBIEHNEe
UHTUOUTOPOB JIEJIA€T KPOBOTOYUBOCTD HEBOCHPUUMYUBON
k BBesenusaM FVIIIL, uto B cBOtO ovepesib ycuanBaer Ts-
JKeCTb 3a60JIeBaHNs, YMEHBINAET MPOJO/IKUTEIBHOCTD
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JKU3HU ¥ SIBJISIETCS] OCHOBHON HMPUYMHON CMEPTH TaKUX
6OJTbHDBIX.

Cepbésmbie MoneKkyasapable nedektol B TeHe FVIII,
TaKkue KaKk MHBEPCUN B MHTpoHE 22-if X-XpOMOCOMBI,
HOHCEHC-MYTaIlnN 1 GOJIBIINE JeeINN, KOPPETNPYIOT
¢ 7-10-KpaTHBIM MOBBIIIECHIEM PHCKa 00PA30BAHNS MH-
THOUTOPOB.

Cpennnii Bo3pacT pasBUTHS WHTHOUTOPOB y TIpef-
BapHUTEJNbHO He JIeYeHbIX HallMeHToB Kosebercs ot 1,5
70 3,3 7eT, B TO BpeMs KaK cpejHee KOJIUIEeCTBO JIHeH
BBE/JICHUA [0 Pa3BUTHSA MHTHOWTOpa coctaBisgeT 9-36,
HanOOJIBINIT PUCK coxpansgercs a0 SO aHelt BBeleHUs.
Bosunknosenne mHrn6nTopoB mocie 200 gmeii BBede-
HIS SIBJSACTCS PEIKNM SBICHUEM.

MHTH6UTOPBI OTHOCATCS K KIACCY MOTHKIOHATHHBIX
IgG ¢ BBICOKOIT AaKTUBHOCTBIO, MHIMOUPYIONIHX JIeiCTBIE
FVIII. MHoro4nc/eHHbIe TCC/Ie/JOBAHNS B 3TOH 061acTH
BBISIBUJIN, YTO Pa3BUTHE MHTHOUTOPOB UMeeT MHOrO(aK-
TOpHYIO aTHOJOTHI0. (DAKTOPbI, BJIONNE Ha MOSBIIC-
HIe UHIMOUTOPOB, MOTYT GbITh 1O/Ie/IeHbl Ha 2 GoJIbline
KaTeTOPHUNU: TeHEeTHYeCKNe M BHEITHHE.

K remerndyeckuM axkTopaM OTHOCSTCS CeMeNHBII
aHaMHe3s, TsuKecTb remoduiu, paca (Gosee yactoe Bo3-
HUKHOBEHHE NHTMONTOPOB y adypoaMEPUKaHIIEB) U, KPO-
Me TOTO, BCe TeHHBbIe MyTAIlH, CBSI3aHHBIE C TeMOMIIN-
eif. K BHemHNM (pakTOpaM OTHOCSATCS BO3pACT TIEPBOTO
KpOBOTeueHus1, ocobeHHocTn JedeHus: (1103bl, UHTEPBa-
JIbI BBEJICHUS, TIOCTOsIHHBIE UH(Y3KUN), TUIl KOHIIEHTPa-
Ta (IIa3MaTHyecKuii 1 peKOMOUHAHTHBIN ), U3MEHEHsT
B UMMYHHOI cucreMe (MH(EKIN, BAaKIIMHALIUU, XUPYP-
IUYECKUE BMEIIATEeJIbCTBA, OOIIMPHBIE KPOBOTEYCHHUS ),
npenaTanbHoe BosjeiictBue matepunckoro FVIII.

CranapTHbIM METO/IOM [171s1 OGHAPY>KEH ST HHTHOUTO-
pos FVIII cayxut Beresga-ananmus, mpu KOTOPOM TIPO-
BepseTCs CMOCOGHOCTD TUIA3MbI GOTLHOTO NHAKTHBIPOBATD
FVIII B HopMasibHOI T1a3Me B TIpoOe Ha CBEPTHIBAHIE.
Wurn6utopsl, NOKa3bIBAIOIINE TUTPDI Bbllle 5 Beresaa
eIMHUI, KAACCUDUIIPYIOTCST KaK HHIHOUTOPDI C BBICO-
KM TUTPOM U XapaKTePU3YIOTCsi ObICTPBIM POCTOM THT-
pa mocsie BBegerns FVIII. VIHTuOUTOPE! ¢ HUSKUM THT-
POM TIOKa3BIBAIOT TUTP HIDKe > Beresna exmmu.

B macrosmiee BpeMs CyIIeCTBYeT HECKOJIbKO MeETO-
JIOB TepaIniy WHTHOUTOPHBIX (popM reMouInm:

1. Meroz BbicokuX 103. Hanbosee ycrenibM cun-
TaeTcss OOHHCKUI TIPOTOKOJI, KOTOPBII BKJIIOYAeT /[Ba Te-
proga nedennst. [lepsorit epron: BBoauTcst daxrop VIII
o 100 ME /kr u @eiiba mo 40-60 e/ /kr, 2 pasa B jeHb,
eKeJIHEeBHO, /10 cHIDKeHus wHruéuropa go 1 BE/Mi.
Bropoit meproa: daxropVIII sBogsar mo 150 ME/xr,
2 pasa B [IeHb, JI0 TTOJHOTO MCYE3HOBEHNS HHTHOUTOPA.
B mambrefineM GOTBITIMHCTBO MAIIIEHTOB BO3BPAIIAIOT-
¢S K TPOUIAKTIHYECKOMY JICUEHHUIO.

Boicokogosmyto Teparmio (ITporokon Maibmé) mpo-
BOJISIT GOJTBHBIM € THTPOM HHTHOUTOpa Gostee 10 BE /.

CBepeHud 006 aBTOpax:

MeToanKa COCTOUT B 3KCTPAKOPIOPAILHON abcopOInn
antutesa. OHOBPEMEHHO € 9TUM BBOZAT IKI0DOchan
(12-15 mr/kr BuyrpuBento B 1-it u 2-if xuu, 3arem 2-
3 Mr/Kr wepes por ¢ 3-ro mo 10-it aum). TleppoHauannb-
Hylo 103y daxropa VIII paccunTeBaioT Tak, 4TOObI TOJI-
HOCTBIO HEUTPAIM30BATDH OCTABIIUIICS B IIMPKYJISIN MH-
THOUTOP ¥ TIOBBICHTH ypoBeHb (aktopa VIII 6osee 40 %.
3arem akrop VIII BBosAT moBTOpHO 2-3 pasa B I€HD
¢ TeM, 4TOObI €r0 YPOBEHb B KPOBH COXPAHSIJICS B TIpe-
nemax 30-80 %. Cpasy mocje HepBoro mpuMeHEeHUsT
daxropa VIII, kpome 3TOTO, GOTHHOMY BBOST BHYT-
PUBEHHDBII YesoBeveckuil mmmyHornoOyana G B 103e
2,5-5 T B nepBbiil gedb win 0,4 r/Kr B IeHb B TeYeHHEe
S5 mHeit.

2. Hcnoab3oBanue cBunoro paxropa. Ilenecoobpas-
HO TIPH JieueHnn GOJIbHBIX € BBICOKMM THTPOM MHTUGH-
TopoB B kKpoBu — oT 10 mo 50 BE u Boime. Tepanuio
HAuMHAIOT ¢ sMIupudeckoii 1o3pr — 100 ME/kr, BBO-
4t 2-3 pasa B CYTKH B TedeHne 5-7 JHelt, KOTOpyIo IpH
HEOOXOIMMOCTH YBeJanduBaioT. /st npouiakTiKm aj-
JIEPIUYECKUX Peakiuii u TpoMGoIToneHnn 00s13aTesib-
HO TIPOBOJIAIT TIPEMEIUKAIMIO THIPOKOPTH30HOM.

3. O6xo0HO# myTb:

- aKTUBUPOBAHHBIN KOHIIEHTPAT POTPOMOUHOBOTO KOM-
wiekca (DeiiGa), KOTOPbIA PEKOMEH/yeTCsl BBOAUTD

B cpeaneil gose 40-50 eq/xr kaskapie 8-12 4acos;
- pexoMOuHaHTHbIN akTuBupoBanbiii Gakrop VII (Ho-

BoCaBeH), [103bl KOTOPOTo BapbUPyIOT 0T 50 MKI/KI

npu tutpe narnéuropa < 10 BE/ M o 100 Mxr/kr

mpu tutpe 10-50 BE/Mm 1 200 MKT/KT TIp TUTpe
> 100 BE/mu1.

B xoMmIeKCHOT Tepanii HHIHOUTOPHOH (hOPMEI Te-
Mommn Takske BO3MOXKHO TTPHMEHeHne Tiaa3Madepe-
3a.

IMoa namum HabogenueM Haxoauscs 6oabuoi C.
B BO3pacTe 2-X JieT 4 MecAIeB, KOTOPBIH ¢ POXKACHUA
crpazgaet TskETON Gopmoit remodumn A (coaepskanne
VIII ¢akropa menee 1 %).

V3 anaMHe3a sKU3HI U3BECTHO, YTO MAJTBYUK POJNII-
cs or 1-#f 6epeMeHHOCTH, TpoTeKaBiIell Ha (oHe Xpo-
HITYECKOIT (peTomIaneHTapHoil HelocTaTouHoCTH. Macca
Tesia ipu poskaennn 2740 r, ammna Tena 41 cm. Oten-
Ka o mKarne Amnrap 8 6amroB. K rpyam mpuioxkeH B
HepBbIe CYTKH, cocal akTuBHO. [lepeHecenmbie 3a60Jie-
BaHUs: JBAK/IBI — OCTPasi pecrnuparopHas uHQeKImsi.

Marepu 30 snet, otity 24 rozaa, 310poBbI. [len mo
JIMHUU MaMBbl cTpafan reModunneir A, ymep B Bo3pac-
Te 40 mer.

Anamue3 3a60JieBaHs: BIIEPBble PEOEHOK MOCTYITIII
B KJIMHUKY B Bo3pacTe 7 MecsreB 25 aHell ¢ skamoba-
MU Ha JyuresbHoe (B TedeHne cyToK) KpOBOTeUeH e U3
PaHKHN y3/Ie4Ki BepXHeil TyObl, KOTOPOE TOSIBUIOCH T10C-
Jie TpaBMbl y3jiedku. [1o aToMy HOBOY HOIydas HMMY-
Hat B 03¢ 30 ME/kr B cyTku. ['eMocTa3 mosryuen Ha

MpoTacoBa TaTbsiHa AneKcaHAPOBHA, Bpay-neamnaTp BbICLUEN KaTeropmm, 3aB. OTAENEHMEM OCTPbIX PECMIMPATOPHbIX
nHbekunn MNyY3 «KOKb», BegyLimin etk nynbMoHosnor JenapTaMeHTa oxpaHbl 340p0Bbs HaceneHns KemMepoBCkom

obnactu, r. Kemeposo, Poccus.

OpnoBa Hatanbsi MuxannoBHa, Bpay-neamnatp oTaeNeHns oCTpbIX PecnmpaTopHbix MHbekumn Y3 «KOKB», r. Ke-
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3-it nenpb mevenud. [locse BBIMUCKT W3 CTAIMOHAPA UM-
MYHAT BBOJWJICS C TMPOMIIAKTUYECKOH I[eblo B 03¢
25 ME/kr 1 pa3 B HeJesli0 BHYTPUBEHHO CTPYITHO.

[ToBTOpHAg rocmuranmsamnus B Bospacte 11 mec
13 mueii. TloBogoM A1 Hee TOCTYSKIIO TIOSBIEHIE 006-
HIMPHON reMaToMbl B 00J1aCTH JIeBOH srojuiibl. Jleue-
HITe TTPOBO/IIJIOCH OKTaHATOM B g103¢ 25 ME/KT B cyT-
ki 1 JeHb, 3aTeM uMMyHaTOM B 03¢ 50 ME/Kr B cyT-
KU B TeueHne 4-X aHelt. ['eMocTa3 moyden Ha S-if 1eHb,
BBIMICAH C PEKOMEH/IAINSAMI BBEICHUSA OKTAHATA B JI0-
3e 25 ME/kr B cyTku 3 pasa B HEIEJIO.

Crenyiomas rocrimtanusanus B 11 mecsres 20 mueit
(1ecHeBoe KpoBOTEUEHHE), 10 TIOBO/LY KOTOPOro GbLI Ha3-
Hauen ummyHat 50 ME/Kr B cyTKu B TedeHue 2-X jJHeil
u 25 ME/kr B cytku B nocjeayioniue 2 auas. Kposo-
TeueHne TMPEKPATIIOCh Ha 4-1 1eHb TpeObIBaHNs B CTa-
1noHape. BuIMican B y/10BJIETBOPUTEIHHOM COCTOSHUT.
[Tocsie BbIMCKH aMOYyJIATOPHO TIOJIy4Yas OKTaHAT B J10-
3e 25 ME/kr B cyTku 3 pasa B He/eJ0 B TeYEHUE TO-
Ja.

B Bospacte 2-x JjieT pe6EHOK MOCTYTHI B CTAIHOHAD
TI0 TIOBO/TY XpoHIdecKoro nepuogontnta. [loce sxcrpax-
1nn 4-X 3y60B y HETO Pa3BUIOCh MAaCCUBHOE JIeCHEBOE
kpoBotederne. CocTosiHne ObLIO TSIXKENBIM 32 CUET Te-
MOppAarm4ecKoro cuHpoMa. B arnamse nepudepmdeckoit
KPOBHU OTMEYATIOCh CHIDKEHNE TeMoro6uHa 10 60 1/,
AIITB — 46 cex. IIpoBogmmach reMocTaTHdecKas Te-
pamist B Bujie BBefleHnsT oktanata B jo3e 100 ME/kr
B CYTKH B TeueHne 13 gHeit, 4To He 06eCIIeINBAIO TOJI-
’KHOTO TeMOCTaTHUeCcKOTo 3(pdeKTa 1 MO3BOJIIO 3aTI0-
JIO3PUTD Y peOéHKa HaInune NHrHOUTOPHON (DOPMBI Te-
Mo, [Ipu mpoBenennn Beresma-anammsa 6bLTH BBI-
siBJieHbl UMMy HHbIe HHruouTope! K FVIIL B tutpe 10 Be-
Te3fa egnHNI. /latee pe6EHKY BBOAMJICS OKTAHAT B JI0-

3e 150 ME/kr B cytru. eMocTas 6buT mosyden Ha 4-i
JIeHb.

Ha 9-it nenn npe6biBanust y peGEHKA PAa3BUIACDH KJIH-
HIKa OCTPOTO TPOMG03a MOJKJIIOYIMYHON BEHBI CIIPaBa,
KOTOpasi B JaJibHeiiieM Obljia KyIHpOBaHa.

Pe6GEHOK ObLT BBIICAH B yIOBJETBOPUTETHLHOM COC-
TOSTHU.

Curerytoniasi TOCHHTATN3AI B Bo3pacTe 2 JjieT 4 Me-
CsI1EeB, BHOBb ¢ 000CTPEHHEM XPOHUYECKOTO TI€PUO/IOH-
tuta. [IpoBesena sxcrpaximst 2-x 3y6oB. J{o akcTpakim
u nocae pe6éuky BBoauics npenapar rFVIIa (Hoso-
Csgen) B mo3e 180 MKr/Kr 3-KpaTHO, 4TO 06€CTIEYNIO
JIOJUKHBIN TeMocTaTimaecKiii a(exT Ha BTOPbIE CYTKN.

Takum o6pasoM, y pebGEHKA ¢ TKETOH PopMoil Te-
Mo A, KOTOPBIi TTOJIydaT ¢ 7 MeCSIHOTO BO3pacTa
OYNIIIeHHBIe TIperapaThl M1a3Mbl, depe3 1 Tox 5 Mecsres
MPOBO/IMMOIT Tepaniu B KPOBU TOSIBUJICST HHTHOUTOP.

OnmcanHblii KIMHIYECKUI CTydaii MHTepeceH TeM, YTo
9TO TEPBBIN CIyYail JMATHOCTUKI WHTHOUTOPHON (op-
Mbl reMouiini A 'y peGEHKa paHHEro BO3pacTa B yc-
JIOBUSIX HAIell KINHUKH.
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B BUTAMWHE D OBHAPY>XXEHbI 3ALLINTHBIE ®YHKLIAW MPOTKB MOBPEXOEHNSA MIALEEHTbI
BuTtaMuH D CTUMYNMpPYeT UMMYHHBIA OTBET B NaLEHTAapPHOM TKaHW, akTUBUPYS NMPOU3BOLACTBO aHTU-
MUKPOOHBIX OeNKoB nog Ha3BaHVem KaTenuLMaMHbI, NoKa3ano oTkpbiTue KanuhopHNMCKOro yH1Bep-

cnteta (CLLA).

Y4éHble pacCMOTPENN AENCTBIE BeLeCTBa Ha N30NMPOBaHHbIe YenioBeyeckie KneTki TpocdobnacTa -
Hapy>HOro cnosi, 06pa3ytoLLero NnaueHTy. bbino ycTaHOBMAEHO, YTO BUTaMUH D yCUNMBAET KIETOYHbIN
aHTMbakTepmanbHbIV OTBET. TakM 00pa3oM, Bpadu NpeanonioxXmin, YTo Npyu NOMOLLM ANETUHECKINX
ZOMOMHEHWI MOXHO NOBbICUTL BPOXIAEHHbIN MMMYHUTET MAaLUEHTbl 1, TeM CaMbIM, 00ecnednTb Hop-

ManbHOE pa3BunTMeE Nnoaa.

Kak roBopsT MeouKku, yBenvyeHHas BbipaboTka KaTenuumamHoB Gnarogaps ButaMmuHy D no3sonsert
nnaLeHTe NpefoTBpaLlaTh 3apaxeHne PasinyHbIMK NaTOreHHbIMW OpraH3Mamu, B TOM Ynicre CTa-
(DUNOKOKKOM, CTPENTOKOKKOM 1 BakTepueln E. coli. HanaeHHbI MexXaHW3M aKTUBaLMN BPOXAEHHOTO
MMMYHHOTO pearvpoBaHus B nnaLeHTe 1 6opbba ¢ MHheKUMAMM [,0Ka3bIBAET NOSb3Y BUTaMKHa D ans
penpoyKTMBHOIO 340POBbS MaTepu 1 pebeHKa, 3akioyumnm TepaneBTbl. CaMbli Ny4YLLniA CNocob Ans
OepeMeHHbIX XXEHLLMH NOMNY41Tb OCTaTOYHOE KOIMYECTBO BUTAMMHA - YaLLe rynsTb B CONHEYHYIO No-
rofly 1Moo oboratmntb CBOW PaLMoOH MOSIOYHbIMU NMPOAYKTaMM U pblOHbIMM BRtogamMm.
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