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Poccuiickuii xypuana JETCKOM TEMATOJIOTUY u OHKOJIOTUU

CnomxHocmu BeeHuda nayuenima ¢ remogunueil A u anajpunakmuyeckumu
peakyuamu Ha npenapambl hakmopa VIIl u npenapambl WyHmMupyouiero peiicmaus

T.A. Aunpeena, 1. A. Jlappuuenko, O.A. KpanieHUHHUKOBA
Topodckoii uenmp no aeveruio 60avHbix 2emopuaueii CII6 I'BY3 «lopoockas noaukaunuka Ne 37»;
Poccus, 191186, Cankm-Ilemep6ype, ya. lopoxosas, 6a

BBenenue

B Hacrosiiee BpeMst 3aMecTUTeIbHasl Teparusl mpernapa-
tamu (akropon (F) VIII u IX B TeueHne Bceit XKU3HU SIBJISI-
€TCsSI OCHOBHBIM TepareBTUYECKUM MOIXOAOM MPU JICYCHU N
remopunuu A u B coorBeTcTBeHHO. OTMEUEHO, UTO aHa(pu-
JIaKTUYeCcKue peakuuu Ha KoHueHTpatbl FIX y manueHToB
¢ remoduaueil B vame accoumupoBaHbl ¢ pa3BUTHEM WH-
rubupylomux antTutena [1]. AHapunakTuueckue peakuuyd Ha
npenapatsl FVIII y nmauueHToB ¢ remodunneii A SBIsIIOTCS
peoKUM U MeHee M3YYeHHBIM siBJIeHHWeM. B ucciemoBaHUM
S.A.L. Montalvéo et al. ykazano, 4ro 3 (0,9 %) u3 322 na-
LIMEHTOB ¢ remModuineil A pa3BUIu aljiepruuyeckue peak-
uuu npu npumeHeHuu npenaparoB FVIII [2]. B nurepaty-
pe BCTpedvaroTcsl MyOoJMKalMM O cllydasix aHauaakCUuu Mmpu
MPUMEHEHUM KaK KPUOIPELIUMIIUTaTa, TaK U IJIa3MaTUIECKIX
n pekomMOuHaHTHBIX TiperapatoB FVIII [3—6]. Mexanusm
aJUIepruyecKux peakiinii moka HesiceH, HO IPOBEIeHNEe CTaH-
IApTHOM TEpariMu, B TOM YUCJIE U UHAYKIUA UMMYHHOM TO-
JIEPaHTHOCTH, CTAHOBUTCS MPOOJIeMaTUYHBIM [7].

Hamu mnpencraBieH KIMHUYECKUIA Ciaydail mManyeHTa
2010 r.p. ¢ TKenoit ”HTMOUTOPHOM (popMoii remodunu A,
OCJIOXKHEHHOIN TeMO(UINUYECKO apTporaTueil KOJeHHBIX,
TOJIEHOCTOITHBIX U JIOKTEBBIX CYCTaBOB M aHADUIAKTUIYECKU -
MU peakumsimu Ha nipernapatbl FVIII, snTakor aabga u aHTu-
MHTMOUTOPHBINM KoaryassunmoHHbIN KoMmrieke (AMKK).

Onucanne KIMHHYECKOTO CJIydast

Ilepsoe cemoppacuueckoe nposeaenue y nayueHma Habaw0-
danocv 6 2010 e. 6 6o3pacme 2 dueil (6 poddome, Ko2da nocae
nposedeHUs GHYMPUMbBIUEHHOU UHBEKYUU chopMuposaracs oo-
WUPHAS 2eMamoMa MAeKUX MKaHell 8 001acmu 1e601l 5200U4HOl
moiwypt). Tlayuenm oObin eocnumanu3uposan 8 UeHmpanbHyH
DPailoHHY0 00AbHUYY, 20e 8 meyeHue Hedeau eeMamoma camo-
CMOAMenbHO KYNnupo8andacs.

Cnycms 2 mec, 6 dekabpe 2010 e., noemopHas eocnumanusa-
YUs 8 C83U ¢ KposomeueHuem nocie npouedypul 63mus Kposu
u3 naavya, Komopoe npodoadicanocy  meuerue 2 4. Kpome moeo,
npu ocMompe 8bl181eHA 2eMAMOMA MbLAbHOU NOBEPXHOCMU /e~
6oil cmonwt. Obuuil ananu3z Kposu 6e3 uzmeHeHuil (2emoeroou —
124 2/n, spumpovuumer — 4,2 x 1072, mpomboyumosr — 554 x 10,
aetioyumot — 8,8 x 10°), yposenv FVIII cocmasun menee 1 %.
Ilo pezyabmamam KauHUKO-1a60pAMOPHBIX OAHHBIX YCMAHOB-
nen duaenos: eemouausn A, maxceras gopma. Ilposodunrace
mepanus okmokozom anvha (Koeeneiim® ®@C) 500 ME/cym
6 meuenue 3 oneil. Cocmosinue pebenka cmaduAu3Uposanocs,
BbINUCAH C YAYHULCHUEM.

B meuenue 2011 e. cocmosnue pebenka ocmaganocs om-
HOCUMENbHO CMAOUAbHBIM, HAOAHOAAUCH 2eMAMOMbL KOJICHbIX
NOKp0608, 08axNCObl 20CNUMANU3UPOBAACS NO N0B0DY KPOBO-
meueHus u3 pazpwvlea y3oeuxu eepxueil yovl. B cés3u ¢ Heboab-
Woil 4acmomoil KpogomeueHulli U KpatiHe NAOXUM BEHO3HbIM

docmynom npoguiaKkmu4eckas mepanusi He HA3HAYAAACD,
3amecmumenvHas mepanus NposoouAacb no mpe6o8aHuIo
oKmokoeoMm anvgpa 8 doze 500 ME/cym.

C 2012 2. cocmosiHue pebenka npoepeccusHo yxyouiaemcs,
yacmoma kpogomeuenuil ygeauyuaacs 0o 10 snu30008 é 200.
B nepuoo ¢ gespana no urav 2012 e. mpuxicosl eocnumanu-
3upyemecst o nogoody NOCMMpPABMAMUUECK020 KPOBOMeEUeHUs
A3bIKA, OOWUPHOU 2eMamombvl Npasoil CMonbvl U OOUUPHBIX
MENCMbLULEHHBIX 2eMAMOM 1e801L 201eHU U Ne6020 naeua. Tepanust
nposodunacs 0Kmokoeom anrvga é aeuebroii dose 1000 ME/cym.
Jloza npenapama 6vina yseauvena 68udy moeo, 4mo npesic-
HAA 003a 0Ka3bleana HedoCMamouHblil KAUHUYeCKUil 3¢gexm
npu Kynupoeanuu Maccuenvix kpoeomeuenui. B urone 2012 e.
COCMOSIHUE OCAOICHUAOCH NOCM2eMOPPALUHECKOll aHemuell nee-
Kot cmeneHu: eemoenobun — 105 e/a, peppumun — 2,00 ne/mn
(Hopma — 16— 160 ne/mn).

C yuemom yeeauueHus: 4acmomol 3NU30008 KPOBOMEUEHUL
nayuenm Ovin nepeseder Ha NPOYUAAKMUHECKYIO MEPanuio 0K -
mokoeom anvgha é dose 500 ME/cym 2 paza 6 nedearo.

Hapacmanue 20006011 yacmomot Kkpogomeueruil u Heapgex -
MUBHOCMb CIMAHOAPMHOU 2eMOCMAMUYECKOl mepanuu no360-
AUAU 3an0003pUums pazeumue uneuodupyrouwux anmumen k FVIII,
u 6 aumeape 2013 e. eviaeaen uneudbumop x FVIII ¢ mumpe
15 BE. Ilayuenm nepeseden na mepanuio no mpedo8aHuio
anmakoeom anrvgpa 6 doze 90— 120 mke/ke 6 3asucumocmu om
msxcecmu U A0KAAU3AUUU KPOBOMEHEHUSI.

B meuenue 2013 2. eo3pacmaem KoAUHECMB0 20CHUMA-
auzayuit — 0o 9: 2 Obiau C6A3aHbI ¢ NOCMMPAGMAMUYECKU -
MU eemamomamu, 2 3NU300a 2emMapmpo3a Npagoeo KoAeH-
Hoeo cycmasa u 1 5nu3z00 eemapmpo308 000UX KOAEHHbIX
cycmaesos, 1 5nu300 eemapmpo3za npagoeo 20AeHOCHONHOZO
cycmasa, 3 20cnUmMaiu3auuu 8 Cés3u ¢ YyCMaHo8Kol nepuge-
PUMECKU UMNAAHMUPYEMO20 UEHMPAAbHO20 8CHO3H020 Kame-
mepa (L[BK) “Groshong 3F” u eo3nuxkwumu 0ca0dcHeHUIMU
npu eeo sxcnayamayuu. Jleaxcovt npogodusacey 3amena Kame-
mepa, u 6 cenmsaope 2013 e. IIBK 6vi1 yoanen. Boiseaena nocm-
2emMoppazu4ecKas aHemusi maxiceaoil cmenenu (eemoznooun —
92 2/n) u Hapacmanue mumpa uneubupyrouux aumumen k FVIIT
do 28 BE. Jlns kynuposanus Kkposome4eHUil NPUMeHsACS INMa-
Koe anvgha 6 doze 90— 120 mke/ke 0o 4 unsexyuil 6 Ccymxu.

Cnedyem noduepknyms, 4mo nepewlil dnuU300 eemapmpo3a
KOAeHHO20 cycmasa 0bin 3ape2ucmpuposan 8 eospacme 3 nem.

B meuenue 2014 o. ommeuaemcs OdanvHelluee npoepec-
cuposaHue 3abonesanus: 0o 2—3 3nuU30008 CHOHMAHHbIX
KpoBomeueHuil 6 Heoenlo, GKAIYAS 2eMapmpo3bl KOAEHHbIX
U 20A1€HOCMONHBIX CYCMABO8, MHONCECEECHHbIE NOCMMPABMA -
muyeckue eemamomovl 0ayce NPU He3HAYUMENbHbIX OblMOEbIX
mpaemax. B ceéa3u ¢ medocmamouHoil KauHu4eckou s¢hgper-
MUBHOCMbIO NPEnapama 3MmaKoe aibgha nayueHm nepeseder
na mepanurwo AUKK 6 peucume npoguraxkmuxu — 1500 EJ
3—4 pasa 6 nedenio.



Poccuiickuii xypruan JETCKOM TEMATOJIOTUY u OHKOJIOTUU

B Hosope 2014 2. npu nposedenuu mepanuu AUKK no no-
6800y NOCMMPABMAMUUECKOU 3A0PIOWUHHOL 2eMamoMbl pa3-
sunace anapurakmuueckasn peakyus. Ilpu nonsimke 3amensl
mepanuu Ha npenapam s3xkmakoe asvgha (HoeoCreéen®), pasz-
sugaemcs N08mMopHas anagurakmuueckas peakyus. Tepanus
OMMeHeHa, OKA3AHA HeOMA0CHAS NOMOUWb, AeueHue npodo-
JCEHO npenapamom mpauexcamosgas kucioma. Tak kax an-
makoe arvgpa u AUKK npumensmo He npedcmaensnoce 03-
MOJICHBIM 8BUDY AHADUAAKMUHECKOU DeaKyuu 8 aHamHese,
Obln HA3HAYeH PeKOMOUHAHMHbBLIL npenapam 3-20 NOKOAeHUS
(Adseium®) ¢ doze 100 ME na ke maccor mena 6 cymku, 00Ha-
KO KAUHU4ecKas sghghpeKxmusHocms OAHHOU mepanuu 0Ka3anacs
Hedocmamo4Hol.

B nepuod ¢ 2015 no 2019 e. ommeueno nHapacmanue Koau-
yecmea eocnumanusauuit — om 7 paz 6 2016 2. do 9 ¢ 2018 e.,
a makoce yGeAUMUAACh NPOOOAACUMENbHOCMb NPeObl@aHUs
6 cmayuornape ¢ 10 do 68 dneil. OcHO8HOU NPUHUHOL 20CNU-
manuzayuu (0o 90 % cayuaes) 6viau peyudugupyioujue cnoH-
MaHHble 2eMapmpo3sl KOAEHHbIX, 201eHOCMONHbIX U N0KMme-
8bIX CYCMABOB, 4 MAKICE NOCMMPABMAMUYECKUL 2eMAPMPO3
npaeoeo Ay4e3ansicmHo20 CyCmaga, 2eMamypusi U Maccughoe
KpogomeueHue u3z AyHKU 3y0a npu Qu3uoi02utecKkom npope-
sviganuu 3y008. Tump uneubumopa x FVIII koaebancs om
5 0o 40 BE. Ilpu nposedenuu mecma 0e2paHyAsiyuu My4HbIX
KAeMOK Bbl6AeH NOA0ICUMENbHBLI Pe3YAbMam Ha éce npena-
pamuvi 3amecmumenvroii mepanuu (KoaeuaVII®, HogoCreen®,
Deiiva®, Adseiim®) om carabonosoxicumensbHo20 00 pe3Ko no-
A0ocumenvrno2o. B cesazu ¢ mem, umo na AUKK ommeuanacw
CAA00N0A0ACUMENbHAS PEAKYUsS 0eeDAHYAAUUU MYYHbIX Kae-
MoK, 8 danbHellulemM mepanus 8 IKCMPEHHbIX CAYHAX NPOBO-
dunace 6 pexcume no mpebosaruio AUKK 6 doze 100 ENl/ke
2 paza 6 cymku Ha (poHe npemeduxkayuu npPeoOHU3010HOM.
Temogpuauveckas apmponamus KpynHwlx cycmasog 0ocmue-
Aa MANCEN0lU CMeneHU ¢ NOCMOAHHbLIM 001e8biM CUHOPOMOM
u oepanuveHuem obsema dsudxcenuil 6 cycmasax. Ilpu ocmo-
mpe ommeueHo YKopoueHue Ae80ll HUJCHel KOHeUHOCMU Ha
0,5 cm.

B c653u ¢ msaxcenoil eemoguauueckoll apmponamueil, oc-
A0CHAIOWEU COCMOsIHUE pebeHKa, HenpepbleHbIMU PeyuousU -
DPYIOWUMU 2eMapmpo3amil, 4acmuiMu dnU300amMu nOCmMmpag-
Mamuueckux KposomeveHull, accoyuupo8aHHbIX C BblCOKOIL
aKmMueHOCMbl0 NAYUeHma U He803MONCHOCIbIO NPOBOOUMb
adeKeammuylo mepanurd U3-3a aHAQUAGKMUYECKUX DeaKuyull
Ha @ce npenapamol WLYHMUPYIOUE20 MeXAHU3MA Oellcmeus
(IIII]]), omcymcmeuem 6eHO3HO20 O00CMYNA U HEBO3MOJUC-
Hocmblo  nosemopHoil  ycmanosku L[BK  (unguyuposanue
u mpomouposarue npu npedviOywux HONbIMKAX), 8 HOsOpe
2019 e. 6oabHOIll nepeseden Ha HeaAKMOPHYH NpoduUAaKmMU-
uecKy mepanuro npenapamom smuyuzymad. Ha momenm na-
uanra mepanuu smuyuzymadbom yposerv ureubumopa k FVIII
cocmasasin 10 BE.

Ilocae 66edenus Haepy3ouHoil 003bL 6 meyveHUe NepPevix
4 Hedenw pebenok nepeseden Ha pedcum esedenus 1,5 me/ke 1 pas

6 Hedento nodkoxcro. Ilpu nepeom eedenuu smuyusymadba om-
Meuanacs moveuHas sunepemus 8 mecme yKoaa, Komopas Kynu-
P08ANACH CAMOCMOSMENbHO.

B dexabpe 2019 . npogedero ydarenue 2 nudxcHux 3y608 no-
cAe NAaHO0B80U UHBeKUUU Imuyuzymada. JonoanumenvHoll eemo-
cmamuueckoll mepanuu He nompeb08anoCs, KpogomeueHue He
Pa3eunoCh.

B utone 2020 e. peberok ynan ¢ evicomout ceoe2o pocma. Bos-
HUKAU NOBEPXHOCMHbIE IKXUMO3bL, KOMOPble PACCOCAAUCH CAMO-
CMosimenbHo, OONOAHUMENLHOU 2eMOCMAMU4ecKoll mepanuu He
nompeb08anocey.

3a 10 mec HabarwOeHus HU 00HO2O CHOHMAHHO20 KPOBO-
meyenuss U SnuU300a 2emMapmpo3a He 3apecUucmpupo8aLo.
3a amo epems bvlaa mpasma nanvyes nPagoli KUCMu (Npuwemu
deepvio), KposomeueHue He pPA3GUAOCH, 20CHUMAAU3AUUU
U OONOAHUMENbHOU 2eMOCMAMU4ecKoll mepanuu He Nompe606a-
aocs. Omcymemayem 004€60i CUHOPOM, paHee CONPOBONCOA8-
wuii pebeHKa noCMosHHO. SHAYUMENAbHO YAYHUUAOCH KAYEeCH B0
JHCUBHU, NAYUEeHm, KOMOPbLl OOAbULYIO YACMb JCU3HU NPOBOOUN
Ha 00AbHUYHOU KoliKe U HuKoeda He xodua 6 wikony, ¢ 2020 e.
cman nocewames 00We00paA308aMeNbHYI0 WKOAY U Xyoodice-
CMBEHHYI0 WKOLY PUCOBAHUSL.

O0cyxmenne

PasButne marmoupyrommx anturea K FVIII mpamarmye-
CKHM OCJIOXKHSICT TepaITnio MallMeHTOB ¢ TeMobmeit A u cy-
JKaeT BBIOOpP TepaleBTUUECKMX omnumnii. Hammane anagmrak-
tnyeckux peakuuii Ha T/ y Takux OOJIbHBIX UCKIIOYAET
J00YI0 BO3MOXKHOCTD HajbHeIneit teparmmu. [1peacTaBieH-
HBIIT HAMH CIyJail JEMOHCTPHUPYET CIOKHOCTU BEICHUS TIa-
LUEeHTa ¢ UHIMOUTOpHOI (popMoit remoprinumn A u aHapu-
JIAKTUYEeCKMMU peakuusimu Ha mipertapatbl FVIII u TTLHI/I.
B mpencraBieHHOM HaMU ClIydae BUOHO, KaK IOCTTpaBMa-
TUYECKHE KPOBOTEUCHMS B MSITKME TKaHM, IIPCOOIagaloNIne
B TICPBBIC TOMBI XKM3HM PEOCHKA, IMOCTCIIEHHO CMEHSIOTCS
reMapTpo3aMM, KOTOPhIC CTaJIM OCHOBHOI TIPUYMHOI CTpa-
IaHWU TanueHTa ¢ 4—>5-JeTHero Bo3pacra. st KynmupoBa-
HUSI KPOBOTCUCHMI HAM IPUXOOMIOCH IIPOBOAUTH TePATTIO
B KpalfHUX CTy4asiX TOJIbKO B YCJIOBUSIX CTallMOHApPA, TIPUME-
HsIsSl BBICOKME O3bI Ipernapara okKTokor anbga mwim AUKK
¢ TIpeMeArKaIMei TTPeIHN30JIOHOM, TaK KaK B JIIOOOU MO-
MEHT MOTJa pa3BHUThCS (paTaybHas aHapUIaKTUICCKas pe-
akumst. HeBO3MOXHOCTh TIpOBEICHMST aleKBaTHOM Teparrmu
npuBeja K TOMY, YTO peOCHOK BBIHYXICH OBUI COOIIONATh
pPEeXUM Pe3KO OrpaHMICHHON TTOABIDKHOCTH IIJIST IIPEIOTBPa-
meHus KpoBoteueHni. [1podunakTmaeckasr Teparms B T1aH-
HOM cllyyae Oblla HeBo3MOxXHa. [losiBIeHMe sMHUIIM3ymMada
MO3BOJIMJIO HA3HAYUTH TMOJHOLIEHHYIO MPO(MUIAKTAYECKYIO
Teparmio, KOTopasi ITOJTHOCTBIO TIPEAOTBPATHIa TeMapPTPO3BI
¥ CITOHTaHHBIC KPOBOTCUCHUS O3 YTPO3bI pa3BUTUS aHADM-
JIAKCHU TIpU KaxknoM BBeaeHU. ClieayeT IMMOqYepKHYTh, 4TO
KapIWHAJIBHO M3MEHWIOCH KaueCTBO KM3HM HE TOJIBKO TIa-
IIMEeHTa, HO U ero OJIM3KHUX.
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Cxema KAuHu4ecKo2o cayuas

» OGHapyxeH
nHrnéuTop K FVIII

* 2 rocnuTanusaumm
C 3aNn304amMu KpoBOTEYEHMUI
* MpodunnakTnka HeBO3MOXHa| » 5 remapTpo30B
13-3a NyoXoro

BEHO3HOro AocTyna ycTaHoBku LIBK

* 9 rocnuTanusauumn B rog

° Heyﬂ,a‘-lHaﬂ nonbITKa

* YBenuyeHne npoaoKUTENbHOCTH
rocnutanusauum go 68 gHen

* PeungmBupyrowime remapTposbl
BCeX KPYMNHbIX CyCTaBOB

» Femochmunuyeckan aprponarums,
yKkopoyeHue neBor Horu Ha 0,5 cm

* [MonoxuTenbHbIN TECT AerpaHynauum
TYYHbIX KNETOK Ha Bce npenaparbl
3amecTuUTeNnbHOM Tepanum

;201 5\ 60-20\

* 10 annsogoB
KpOBOTEYeHUI B roq

* 3 rocnuTanuaauum

* HapactaHue
nocTremopparnyeckon
aHemun

* [MoCTMHBEKUMOHHAsA remaToma
B Bo3pacTte 2 AHen

* [emaTtoma nocne
MELMNLMHCKMX NpoLenyp

* lemaTtoma cTonbl

* YposeHb FVIII 21 %

* Ds: remocounusa A,
Tshkenasa dopma

« [lo 3 kpoBOTEYEHUI

B Hegento

* AHacdhunakTuyeckas
peakumsa Ha AUKK

* AHachunakTmnyeckas
peakums Ha anTakor
anbda

<,
* HazHayeH amuumnsymad

* 0 CMNOHTaHHbIX KPOBOTEYEHUW
* YaaneHue 3y6a u 6biTOBbIE
TpaBMbIl 6e3 rocnuTanusayum
W AoNosHUTeNbHOMN Tepanum
* OTcyTCcTBYET 60MEBOM CUHAPOM
» Hayan nocewars wwkony
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