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BBenenue

B 30 % cnyuaeB TsiKes0it (opMbl reMobuaInu A 3ame-
CTUTENIbHASL Tepamusi OCJIOXHsEeTCs (GOPMMPOBAHUEM WMH-
rubupytomux anturen Kk gakropy (F) VIII, yto mpusoaut
K ee Hea((PEeKTUBHOCTU B AanbHeliem [1]. Pexxum nHaykK-
LMY UMMYHHOI TojiepanTHocTu (MUT), Boweamnii B Kiu-
HUYECKYIO0 TPakTUuKy ¢ 1994 1., mo3BoJIsIeT 3TMMUHUPOBATH
WHTUOUPYIOIINE aHTUTEIa U TMPOIOKUTb 3aMECTUTENIbHYIO
Tepanuio. Ho npumepHo B onHoit Tpetu ciiydaeB MUT moxer
oKkazaTtbes Hea(GeKTUBHOIM [2, 3].

Hamu nipeacraBieH KIMHUYECKUI ciyvail peOeHKa ¢ Ts-
XKeJoil hopmoii reMoUINKU A, BBICOKUM TUTPOM aHTUTE]
k FVIII, neymaunoii monbiTkoit MUT u muHBanuausalueit
B pe3yJbTaTe pa3BUTUSI reMouIndeckoii aptponatuu. [1pu
NpUMEHEHUN 3MULIM3YyMada cOCTOssHUE pebeHKa ApaMaTu-
YeCKHU YIYUILIUIOCh, HE 3aperMCTPUPOBAHO HU OJHOTO CIIOH-
TaHHOTO KPOBOTEYEHUsI, BOCCTAHOBMJIACH MTOJIBUXKHOCTD, 0€3
OCJIOXKHEHMI MPOBEACHO XUPYPIUIECKOE BMEIIATEIbCTBO.

Onmcanue KIMHUYECKOTO CIydast

Pebenox M., 2008 2.p., énepsvie nonas nod Habawodenue
8 6o3pacme 9 mecaues, Koeda pooumenu 0OpamuaU HUMAHUE HA
00pazosanue eemamom npu NOA3AHUYU U NONbIMKAX 6CIABAMb HA
HOXICKU.

U3 anamuesa uzeecmno, umo dedywika pebeHka no mame-
PUHCKOU AUHUU cmpadan uHeubumopHoil gpopmoii eemopuauu A.

Ilo pe3yavmamam obcnredosanus yposenv FVIII cocmasun
0,3 %. Ilo kaunuueckum, GHAMHECMUHECKUM U 1AO0PAMOPHbIM
OJaHHbIM Obla YyCcmaHo8aeH O0uazHo3: eemouaus A, msacenas

dopma.

Takmuxka aeuenus

Hasznauena nepsuunas npogpusakmuxa npenapamom niaz-
mamuteckoeo FVIII 6 doze 250 ME/ke 6 nedeato ¢ nosviuieHuem
do3vl no mepe pocma. Ha gpone mepanuu coxpamnsinsocs do 10— 12
KposomeueHuil 6 200, 8 MOM HUCAE 2eMAPMPO3bL.

B nosiope 2013 e. pazeuncs eemapmpos 16020 KOAEHHOO0 CY-
Ccmaea ¢ GblpadNCeHHbIM 00Ae8bIM CUHOPOMOM, HA3HAYEHA 3aMe-
CMUmMenbHas Mepanist, KOMopas He OKa3and 2emMoCmamuiecKo-
20 agpexma. Ha ocrnosanuu waunu4eckux OAHHbIX 3aN0003PEHO
pazeumue uneubumopHoix anmumen Kk FVIII. B ceasu ¢ omcym-
cmeuem peazeHmog 6 1abopamopuu onpedeeHue ypogHs aHmumenn
npouzsedero moavko 6 dexabpe 2014 e., on cocmaesun 122 BE/ma.
Yemanoenen duaenos: eemogpunus A, masicenas gpopma c 8blcoKum
MUMPOM UHSUOUMOPHbIX GHMUMEN.

Bsauneape 2014 2. peberok cochumanu3uposan ¢ 2emapmpo3om
186020 KONEHHO20 CYCMABA C GbIPANCCHHbIM 001e6biM CUHOPO-
Mom 6e3 omeema HA NPOBOOUMYIO 3AMECMUMENbHYI0 MEPAnUIo.
Ilposeden Kypc ummynocynpeccuenoil mepanuu (Memuanpeo-

Huzonon 30 me/ke kypcom 7 Oneil, yurxaopocpamud 200 me/m?
Kypcom 2 OHA) C GbIPANCEHHBIM KAUHUYECKUM dpexmom,
eemapmpo3s Kynuposat, sgpgpexmusnocmo FVIII eéoccmanoéne-
Ha. Hasznavena wynmupyrowas mepanus aHmMuuHeUOUMOPHbIM
Koaeyasanmuoim Komnaekcom (AUKK) no mpebosanuro é ces-
3U ¢ He0OCMAMOYHbIM KOAUMECME8OM npenapama 0as npogu-
Aakmuueckoeo pexcuma. Ha cone mepanuu nepuoduuecku
PA3BUBANUCH PEUUOUBDI 2eMAPMPO3A 166020 KOAEHHO20 CYCMABA

(puc. 1).

Puc. 1. lemapmpos na gone npumenenus AUKK (coenacue pooumeneii u nayu-
eHma Ha NYOAUKAYUIO CHUMKO8 NOAYHeHO)

B cenmsabpe 2014 . noemopHas eochnumaau3ayus no nosooy
2emMapmpo3a 16020 KOAEHHO20 CYCMABA C GbiPANCEHHbIM 00/e-
8bIM CUHOPOMOM U OcpaHuueruem dsuixcenus. Hasnauena npo-
urakmuueckas WyHmMupylowas mepanusi nNPenapamom nma-
Koe anbgha ¢ yMepeHHbIM NOAOHCUMENbHBIM IPDEeKmOoM.

B mae 2015 e. nauama mepanus UHUT npenapamamu FVIIT
8 dosuposke 3000 ME 2 paza 6 cymku +anmakoe arvgha no mpe-
oosanur. Panee nauwamo UH'T ne npedcmaensnoco 803MoNCHbIM
66Uy omcymemeus npenapamos. B cesasu ¢ 3ampyoHeHHbIM Ge-
HO3HbIM 0OCMYNOM YCHAHOBAEH NOOKOJCHbII 6EHO3HbLI NOpPM,
8 Mecme YCMAHOBKU KOMOPO2O 6 meyeHue Mecaya pa3eundco
UHpeKyUs MAKUX MKAHel, Ymo nompedo8ano e2o yoaieHus Ha
hone mepanuu s3nmaro2om asvgha.

B meuenue nepevix 7mec HHU'T npusena k cHuxicenuio mumpa
uneubupyrouux anmumen 0o 40,8 BE/ma u yayuwenuro KauHu-
uecK020 coOCMosHUsL pebeHKa, HO 3amem OHO CIAN0 NPOPeccUus-
HO YXyouLamocs, 0mme4anoch KaxK KAuHu4ecKoe, max u 1aoopa-
MopHOe npoepeccuposanue 3a004e6anUst, MUMp UHSUOUDYIOUUX
anmumen evipoc 0o 400,0 BE/ma. Coxpansauce peyuougs. ee-
Mapmpo308, 08axiCObL NPOBOOUAUCH KYPCbL UMMYHOCYNPECCUBHOIL
mepanuu ¢ 66e0eHUeM 8blCOKUX 003 6HYMPUBCHHbIX UMMYHO2A0~
0YAUHO8 C KPAMKOBDEeMeHHbIM IPPeKmoM.

B mapme 2018 . pebenky npogedena Xumuueckas CUHOBIK-
MOMUSL RPAB0O20 201EHOCHONHOZ0 U 1€68020 KOAEHHO20 CYCMABOE.
Ommeuancs GulpadiceHHulil NOA0NCUMEeNbHbL Ipdhexm 6 sude
npeKpauieHuss KpogomeueHuli 6 OaHHble CYCMABbl 6 MmeyeHue
eoaa.
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Ilocae 15 mec UHUT bbina npusnana nesghgexmusHoll u HazHa-
uena wynmupyroujas mepanusi AUKK 6 doze 1500 EJl uepes Oenw,
Umo NpUBeno K CHUICEHUIO Yacmombl KposomeueHuii ¢ 6 6 mecsy,
do 6 6 200.

B 2018 e. doza AUKK yseauuena do 3000 EJ uepes dens
6 cea3u ¢ pocmom pebenka. Iloanoeo eemocmamuueckoeo 3¢-
thexma docmuusb ne yoanocw: 3a 2018 e. y nayuenma cay4uiocs
12 kposomeuenuii, kposomeueHuil 8 CUHOBIKMOMUPOBAHHbBIE CY-
cmaebvl 3a SMom nepuood He OMMe4eHo.

B gespane 2019 e. pebenok eocnumanuzupogan 8 cesnsu
¢ pazgumuem KeaouoHozo pyoua Had Kamepoil delicmeyroueco
nopma u ungexyuu msekux mxauell. Ilpu ycmanoske H08020
NOOKO0JICHO20 NOPpMA HAYAA0CH KPOGOmeUeHue ¢ opmMUuposanu-
emM OOWUPHOLL 2eMamoMbl 8 MseKue MKAHU 2pYOHOU KAemKU.
Hasnauena mepanus AUKK 6 dosze 8000 ENl/cym 6 meuerue
4 oueit u 3amem 4000 EJl/cym ewe 6 meuenue 10 oueii. Kposo-
meuenue KynupogaHo.

B mae 2019 e. pebenok eochumanu3upyemcsi ¢ 8blpaiceHHoll
601610 6 2pYOHOLL KaemKe caesa, Gedbpunvroil auxopaokoi. Ilpu
00cnedosanuu 06HApYydICeH eeMoppasuMecKuil naegpum, npo-
6e0eHbl aHMUOAKMepUanbhas U 2eMOCmamu4eckas mepanus
AHUKK 6 doze 4000 EJl 2 paza 6 cymku 6 meuenue 10 oueil.

Cnycms mecau, 6 urone 2019 e., peberok chosa eocnuma-
AUBUPYEMCSL C 2eMapmpo30M Npago2o A0KMego2o U 1e6020 20-
AEHOCMONHO20 CYCMABO8, JHCAN00AMU HA GbIPAdICEHHDbL 00e-
60l CUHOPOM, 02PAHUMUBAIOWUL O08UJICEHUEe U 3HAYUMENbHO
CHUMCaOwull Kawecmeo ycuznu nayuenma. Haznauena ecemo-
cmamuueckas mepanusi 8 obseme 56 000 EJl AUKK. Oonako
coxpanstomces. 001e3HeHHOCMb U Y8eaudeHue pamepos Ne602o
20/1eHOCIMONHO20 CYCMasa, Habawdaemcsi KOHMpPaKmypa npa-
6020 N0KMeEB02O CYCMABA C BbIPANCCHHBIM 02PAHUYEHUEM 08U-
acenusi do 8O° npu ceubanuu u 130° npu paseubanuu. Bo epems
mekyueil 20CRUMANU3aYUY pazeuiacy UHQeKyUus Msaekux mea-
Hell @ obaacmu NOOK0JICHO20 NOPMA, YMO CHO8A NOMpPe608ano
eocnumanusayuu pebenka. Ilpogedena anmubaxmepuaibHas
mepanusi, Had NOPMOM CPOPMUPOBANCS KeAOUOHbLI pybel.

Cnycms 12 oueil, 6 urone 2019 2., pebenok nogmopno 2ochu-
Manu3upyemcst ¢ INU3000M 2emMapmposa 1e6020 N0KMe020 Cy-
cmaea, Ha Kynuposauue Komopozo nompebosanoce 40 000 El
AHUKK.

B utone 2019 e. pebenok eocnumanusuposan c eemap-
MpO30M 16020 KOAEHHORO CYCMABA, HCAA00aMU HA CUNb-
Hble 00au, oepanuveHue deudcenus. Hecmomps na unme-
CUBHYIO  2eMOCMAMUYECKYI0  Mepanulo  MaKcumanbHbMu
dosamu AUKK, eemapmpo3 He yodanoce Kynuposamos 00 HO-
sa6ps 2019 e. Pebenok He moe onupamocs Ha A€8yH0 HOZY, XO-
Oumo, ¢ U Obll BbIHYICOCH Nepedsueamvcs 8 UHBANUOHOL
Koasicke. boneoil cunHOpom pe3Ko CHUMNCAN KA4ecmeo Hcu3-
nu. Ilpu penmeenonoeuueckom 06caedoganuu  00HApYICEH
2emapmpo3 000Ux KoAeHHbIX CYCmagos, 0oaviue creda (puc. 2).
Ilpu ocmompe ommeuaemcs ampogpus mMoiuiy 201eHU u beopa
c1e6a, KOHMPAKmMypa 18020 K0AeHH020 CYCMAa8a ¢ 02PaHUYeHU -
em deudcenust 6 cycmase 0o 90° npu ceubanuu u 140° npu paz-
eubanuu.
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Puc. 2. Maenumno-pe3onancras momoepagpus 16020 K0AeHHO20 CYCmMasa

B cenmsbpe 2019 e. nocae yoanenuss mosounsix 3y008 paz-
suUBaemcs: Kpogomeuenue, OCAONCHUBULEECS MANCENOU NOCH -
eemoppazuyeckoil anemueil (eemoenodoun — 48 e/n). Pebenka
IKCMPEHHO 20CRUMANUZUPYIOM, NPOBOOS MACCUBHYIO 2eMO-
cmamuueckyro mepanuto (AUKK, mpanexcamosas kucioma,
anmakoe anvha), MpaHcHy3uu OMMbIMbIX IPUMPOUUNOE.
Kposomeuenue kynuposano.

B césa3u ¢ Hapacmarowum yxyouleHuem cocmosHusi NayueHt -
ma, 8bIpadceHHol anemuell Ha (hoHe KposomeueHuil, N08Mopsi-
FOWUMUCS 2eMapmpo3amu, NOCMOSHHbIM 00AE8LIM CUHOPOMOM
U usasuduzayueli nNPoBOOUMAs 2eMOCMAMUHEcKds mepans
npusHana Heaghgexmusroil. B dexabpe 2019 e. pebenok nepege-
deH Ha HehaKMOPHYI0 Mepanuro SMUUUIYMAOOM.

Peberox nonyuun naepyszounyro 003y 3 me/xe/ned nooKoicHo
6 meueHue nepeuix 4 Hedeab mepanuu u 3amem 0bin nepeseder Ha
noddepucusarowuiil pexcum 1,5 me/ke/Hed nookoxscHo.

3a 9 mec Habawderus Ha Gone npoPuIaKmu1ecKol mepanuu
IMUUUBYMAOOM He 3apecucmpupo8ano Hu 0OH020 CHOHMAHHO20
KposomeueHust, 0e3 0CA0MNCHEHULL NPOULAA CMEHA 2 MONOUHBIX 3Y008.

B anpene 2020 e. nposedeno xupypeuueckoe ydanenue noo-
KO0JCHO20 hopma, UHpUAbMpPpama MseKux mkanell U ceuuje-
6020 xoda. Ilepuonepayuonto 6 yeasx eemocmasa HA3HAYEHA
mpanekcamosas Kucaoma 6 doze 1500 me/cym. Ha 3-u cym-
KU nocie emeuamenscmea 6 noOMblULeHHOl obaacmu cnpasa
obpaszosanace eemamoma okoao 3 cm 6 duamempe. Hasnauen
anmakoe arvpa 6 doze 4,8 me Kaxcovie 12 4 ¢ vipajiceHHbIM
noaoycumenvHuiM pgekmom, oasumenvHocmoro 7 OHeil 00
NOAH020 3aXCUBACHUSA U paspeulenus eemamomsl. Tepanus smu-
Yu3ymabom npodondicena 8 npedcHem pecume.

Y pebenka noanocmoeio Kynuposaics 001e60l CUHOPOM
U CMano 603MOJNCHbIM NposedeHue AeHeOHOU PUKYAbMYPbL.
B pezyasmame ydanocs docmuus pazeubanus KoieHHoeo cycma-
6a do 160°. B nacmosuee épems pebeHoK X00um camocmosi-
MeAbHO, He HYHCOaemcsl 8 UHBAAUOHOI KoAsCKe.
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Oo0cyxnenne

Benenune maumeHTOB ¢ TsKesoi popmoii remoduanm A
3a9acTylO0 BBI3BIBAaCT 3aTpymHeHHsI. Kak mokaswIBacT IIpofe-
MOHCTPHUPOBAaHHBIN HaMH CJIydaii, BO3MOXHOCTH (haKTOPHOM
TepaIiy OTPaHUYCHEI, 0COOCHHO Y OOIBHBIX C THTHOUTOPHOM
dopmoii remoprmn. MakTopHas Tepanus TAKUX MMaleHTOB
ABIIIETCST MaTo3((EKTUBHOM, YTO BeJET K MOBTOPSIONINMCS
KPOBOTEUYEHUSIM, PA3BUTHIO TSKEJION apTporaTUX M MHBAJI-
Iu3ainn. B mpencTaBieHHOM HaMU KIIMHIYECKOM ClTydae, He-
CMOTPSI Ha MAaCCHBHYIO (DaKTOPHYIO TePaITIo, OBIIO IIOPaXKeHO
OOJIBIITMHCTBO KPYITHBIX CYCTaBOB C Pa3BUTHEM KOHTPAKTYp,
OrpaHUYeHUEM TTOABMIKHOCTU U TTOCTOSTHHBIM OOJIEBBIM CHH-
JIPOMOM, BO3HUKAJIM JKN3HEYTPOKAIOIINE KPOBOTCUCHMS, pe-
OeHOK OOJBIIIYIO YacTh TOa IIPOBOAIUI B OONbHUIIE. TeueHre
3a00JIeBaHNS TIPUBEJIO K TSOKEJIOM MHBAIMIN3AIA U HEBO3-
MOXHOCTH XOJUTh CAMOCTOSITEJIbHO B Bo3pacTte 11 JieT.

Cxema KAuHU4ecKo02o0 cayuas

 lemapTpo3 nesoro
KONeHHOro cycraBsa
6e3 oTBeTa Ha Tepanuio

* UHrubupyrowme
aHTuTena 122 BE

* Ds: remodpunus A,
Tsbkenas dopma
C BbICOKMM TUTPOM
WHIMOWTOPHBIX aHTUTeN

- NT
* UHdeKumnsa MArkux TkaHemn
NMOAKOXHOro nopra
* 6 KpOoBOTEUYEHUN
B MecsiLl

[IpuMmeHeHne >MUIIM3YMaba ITO3BOJMIO ITOJTHOCTHIO
OCTaHOBHUTH CIIOHTAaHHBIC KPOBOTEUCHMs. Y pebcHKa 0¢3
OCJIOXXHEHMH MPOoIia CMeHa 2 MOJIOUHEIX 3y00B. CaM ITa-
OUEHT OTMEYaeT OTCYTCTBHE OOJICBOTO CHMHIpPOMA, KOTO-
PBIIf TOCTOSTHHO OECITOKOMJI €0 paHee, OH He HYXKHaeTCs
B MHBAJIMTHOM Kpeciie, MOXET MOcCelIaTh 3aHsATUs JIedeo-
HOI (hu3Kynbrypoii. CHIKeHne OpeMeHN 00JIe3HU TT03BO-
N0 PeOCHKY BEPHYTHCS B IIKOJY M COUAIBHO amaIlTH-
poBaThCsI.

[MosBneHMe HehaKTOPHON Tepalny SIBISICTCST HOBBIM
3HAYMMBIM 3TAIIOM B JicueHNU reModmimu A. B HacTosee
BpeMsI HEIbI0 MPOPMIAKTUICCKON Tepaluy IIpW JaHHOM
3a00JICBAHUM SIBJISICTCSI OTCYTCTBHME CITOHTAaHHBIX KPOBO-
TeueHUI. BHempeHne sMuim3yMada B ITUPOKYIO TTPAKTH-
Ky Bpadya-TeMaToJoTa MOXKET ITOMOYb B JOCTUKCHUM 3TOU
eI, a TaKske CHU3UTh PUCK MHBATUIN3AIlNU pPeOCHKA.

¢ HasHayeH amunumsymab

¢ 0 CIOHTaHHbIX
KPOBOTEYEHUN

« CaMocTosiTeNbHO XOAMUT

* YoaneHbl 2 MOMIOYHbIX
3y6a 6e3 ocrnoXxHeHun

* YaaneH NnoAKOXHbIN

nopT ¢ remaTomoMn 3 cMm

* 12 KpoBOTEYEHUI
B rog

* 10036l AVIKK

* XumMunyeckas

CUHOBIKTOMMUS

2 cycTtaBoB

* YposeHb FVIII 0,3 %
* Ds: remocpunus A,
Tskenasa popma
* 10-12 kpoBOTEYEHUI B rog,

* flHBapb: rocnuTanusauyus,
remMapTpo3 fnieBoro
KOJNeHHOro cycTaBa

» Heckonbko annsogos
remapTposa 6e3
obpalleHus ko Bpady

¢ CeHTAOpL: rocnuTanusauus,
remMapTpo3 fieBoro
KOMeHHoro cytaBsa

* NNT HeadbdekTMBHA,
HasHavyeH AUKK

* 6 KpoBOTEYEHUN B rog

* 2 peunanBa remapTpo3oB

* 2 anu3ofa MHMEKUMN MArKUX TKaHen
B 061acTn NOAKOXHOro nopTa

* Mpu ycTraHOBKe NnopTa oOLWIMpPHas
remaToma MArkKMX TKaHewn

* FleMopparuyeckumn nnespuTt

* lemapTpo3 NpaBoro JIOKTeBOro
cycTaBa, KOHTpaKTypa

* lemapTpo3 nesoro
royieHOCTOMNHOro cycTaBa

* lemapTpo3 NeBOro JIOKTEBOro cycraBsa

* lemapTpo3 neBoro KONEeHHOro cycrasa.
He kynupyetcs 4 mec.
KoHTpakTypa, aTpocdus mbiwuL,

* MauneHT B UHBanNMAHOM Kpecrne

» KpoBoTeueHue npu yananeHum 3y60s,
remorno6uH — 48 r/n,
3KCTPEeHHas rocnuTanusauus
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