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y pebenka ¢ unrubumopnoil opmoil remohunuu A
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BBenenue

CoBpeMeHHbIe METOABI Tepanuy reMouInu Harpasie-
Hbl Ha IOJHOE HUCKJIIOYEHUE TreMOopparuyeckux 3MU30[0B.
HMcnonb3oBaHue miaa3MaTMYeCKUX KOHLEHTpaTOB (hakTopa
(F) VIII unu pexom6bunantHoro FVIII B mpodunaktnyeckom
pexXrMe MO3BOJIIeT TOCTUYb NaHHOTO pe3yjbraTta Uiu Mpu-
OMM3UTHCS K Hemy [1].

TsokenbIM  HexXeJlaTeIbHBIM ~ SIBJIGHUEM, OCJIOXKHSIOIIUM
tepanuio FVIII, aBnsietcs nosiBieHrue MHIMOMPYIOIIUX aHTH-
Tea K HeMy. Hanuuue mHrubutopa aenaet HeaeKTUBHBIM
nanbHelee ucnonb3oBaHue FVIII B cranmapTHBIX go3ax aist
JIeYeHHsI ¥ MpoUIaKTUKN KPOBOTEUEHUI, OoJiee TOro, MOXeT
MPUBOIUTHL K POCTY TUTpa MHruoutopa. [IpumeHeHue aHTuU-
UHTUMOMTOPHOTrO KoaryasiHTHoro komruiekca (AUMKK) u aktu-
BupoBaHHoro FVII y manueHTOB ¢ MHTMOUTOPOM MO3BOJISIET
KYIMpOBaTh TeMOpparuyeckue IMposiBIeHUsT 3a00JeBaHMsl,
OnHaKo 3(MGEKTUBHOCTh UCIONIb30BaHUSI IITYHTUPYIOIINUX
npenapaToB 3HAUUTENbHO HMXe, yeM 3 dekTuBHOCT, FVIII
y MauyeHToB 0e3 uHruoutopa. MHAyKIMs UMMyHHOI ToJie-
pantHoct (MUT) momkHa MpoBOOUTHLCS Y BCEX MAlLlMEHTOB
MPY HAJIMYUU TaKO BO3MOXKHOCTH, OIHAKO OHA COIpsDKEeHa
C TPYAHOCTSIMU MHOTOKPAaTHOTO BHYTPUBEHHOTO BBEIEHUSI (10
730 pa3 B rom). B OonblIMHCTBE cllydaeB Takasi jjeueOHas Tak-
THKa TpeOyeT YCTAHOBKMU CUCTEMbI LIEHTPAJIbHOIO BEHO3HOTO
JIOCTYTIa, KOTOPBI Y MAaLMEHTOB ¢ TeMOpUIneil HEpeaKo ac-
COLIMMPYETCS CO 3HAYUTEIbHBIM KOJUYECTBOM OCJIOKHEHUI,
TaKMX KaK KpoBOTeueHUs U mHpuuupoBaHue. Kpome Toro,
UUT sdpdextuBHa npubausutesbHo B 70 % ciydaes. Ilo-
SIBJICHME B KJIMHUYECKOU TpaKTUKe SMULIM3yMabda, KOTOPHIi
nmutupyet aeiictBue FVIII, caenano Bo3MOXKHOM yCIELIHYIO
MpodUJaKTUKy TeMopparuii y mauueHTOB ¢ MHTMOUTOPHOM
¢opMoii reMoUIUM TTPU HEBO3MOXKHOCTHU UJTH Hed((PEKTUBHO-
ctu UUT. CornacHo nutepaTypHbIM JaHHBIM, WCITOJIb30BaHUE
SMMIIM3YyMada y TMalUeHTOB ¢ MTHTMOMTOPOM 3HAYUTEbHO OoJiee
3¢ PEeKTUBHO, YeM npoduiaaktrka ¢ momoibio AMKK [2].

Onucanne KIMHUYECKOTO CJIydast

Iayuenm 4., peberox om 5-it bepemeHHoCMU, NpomMeKasuiei
0e3 0CN0JICHeHUIl, 8MOPbIX CPOUHBIX HOPMAAbHBIX po0os. Pannee
pazeumue 0Oe3 ocobennocmeil. CeMeliHblil aHAMHE3 OMAOULCH:
Y poOHo20 Opama 0a0u no AuHuu mamepu — cemoqpuaus A, ms-
Jcenas gopma.

B 6o3pacme noaymopa mecsauee ommeuanoco OAUMeNbHOe
KpogomeueHue U3 naabla nocie 38mus aHaiuza kposu. Hs
aHamMHe3a U38eCHHO, YMO NOCAe BHYMPUMbIUEUHOU UHBEKUUU
8 POOUAbHOM doMe 00pA308aAACh OONBUAS 2eMAMOMA HA 200U~
ye. Ilayuenm 611 Hanpaener K epauy-eemamonoey. B anasuzax
Kpo8u: akmueuposaHHoe 4acmuyHoe mpomooniacmuHosoe ape-
ma — 142 ¢, akmuenocms FVIII — 0,13 %. Yemanoenen dua-
2H03: eemouaus A, maxcenaasn gpopma. Habaodarucy obutuphoie
HanpsiceHHvle NOOKOJICHble 2eMAmMOMbl, MEeICMbIUEHHAS 2eMa-
moma s1200u4HOIl 00aacmu.

B 6o3pacme 1 200a u 1 mecaya nayuenmy 0b.10 HA4AMO
seedenue naazmernoco konuenmpama FVIII ¢ npoguraxmuue-
ckom pexcume (40 ME/ke 1 pa3 6 nedenro). B césa3u ¢ nepebosamu
obecneveHuss npenapamam 3a HeCKOAbKO Mecsaues CMeHUAUCH
3 mopeosbix HaUMeH08aHus npenapama. B eospacme noaymopa
snem, 6 aHeape 2017 e., 8bisg6aeH 8blCOKOpeasupyouiuil uHeuou-
mop FVIII (18,8 BE).

Ilocne evisg6nenus uneubumopa 6eedeHue KOHUeHmMpama
FVIII npexpaweno u nauamo neuenue AUKK 6 doze 100 Ell/ke

no mpebosanuio. Om npoguaiaxkmuueckoii mepanuu pooumenu
OMKA3aAUCL 8 C8A3U C NAOXUM 8eHO3HbIM docmynom. Ha gone
JAeyeHuss Haba0arucy nOBMopbsle 2eMapmpo3sl NPasoeo A0Kme-
8020 cycmasa, cpopmuposancs cycmas-muuiens. ns Kynupo-
8aHuUs 0oaell U 80CCMAHOBAEHUS NOOBUICHOCMU CYyCcmasa Nna-
yuenmy mpeboganocy do 10 eeedenuii AUKK 6 doze 100 Ell/ke
maccol meaa. Kpome smoeo, Hadar00arucy mejicmolideyHovle 2e-
Mamombl 1e60L U NPAGoLl 1200, 180l UKPOHOICHOL MblUUbL,
HanpsiceHHbvle NOOKOJICHbLe 2eMAMOMbl.

Ha gpone ssedenus AUKK 6 pexcume no mpebosaruio pazeu-
eanocw 0o 11 kposomeuenuii 6 200, 6 mom uucae 5 eemapmpo306
npagozo 10Kmesoeo cycmasd.

C odexabps 2018 e. nauamo npoguraxmuueckoe egedeHue
AHUKK no 100 EJll/xe 3 paza é Hedearo ¢ 0ONOAHUMENbHBIM 86e-
deHuem npu Kpo8omeueHuUsX.

Ha ¢one npopuraxmuuecrxoeo eésedenus AUKK nabaroda-
AUCH NOBMOPHbIE 2eMaAPMPO3bl NOKMEBbIX CYCMABO8, MEHCMbl -
we4Hble 2eMamomol 180l U NPAagoil UKPOHOICHOU MbllUlbl,
HanpsiuceHHvle NOOKOJCHble 2eMamombl 8 Mecmax yYuuboas.
Bceeo 3a 1,5 eco0a npopuraxmuueckoii mepanuu npou3ouio
6 eemapmpo306 (5 eemapmpo308 npasgoeo 10KmMeeoeo Cycmasa
(cycmas-muuiens), 1 eemapmpos 1e6020 10Kmeso2o cycma-
6a).

Todosas wacmoma kposomeuenuii Ha ghone eéedenus AUKK
6 npogunrakmuueckom pexcume 100 EJll/ke 3 paza 6 nedento co-
cmasuna 8 pas.

B noemopHbix aHanu3ax coXpansnoch npUcymcmeue Hu3Ko-
peaeupyroueeo uneubumopa FVIII.

Hecmomps na nosmopHbie eemapmpo3bl Npasoeo A0KMmMeeoeo
cycmasa, 6aa200aps c80espeMeHHOll MACCUBHOLU eeMocmamuye-
ckoit mepanuu AUKK evipajcenHvix npusHakos eemoguauve-
CKOIl apmponamuu no OQHHbIM UHCIMPYMEHMAAbHbIX 00¢1e008a-
HULl He 0OHAPYJICEeHO (PUCYHOK).

B cea3u ¢ Hedocmamounoii 3¢hpexkmusHocmvio npoguaak-
muueckoeo 8sedenus AHUKK, peyudusupyrowumu eemapmpo-
3aMU  Npaeoeo JN0KMeBo2o Cycmasd, 4acmolMu mMpasmamil,
CBA3AHHBLIMU C 2UNEPAKMUBHOCINbIO PeOeHKa, OMCYmMcmaeuem
B03MOJICHOCIU NOAHOUEHHO20 AeHeHUs Npu eemapmpo3ax (no
KpamHocmu 68e0eHus U NpoooaNCUMeNbHOCMU), OMCYMCMEU-
em 6o3moxucHocmu nposedenuss MUT uz-3a naoxoeo nepuge-
PUHECK020 8eHO3H020 OOCMYNA U BbICOKO20 PUCKA, CEA3AHHOO0
C YCMAaHOBKOl Nopm-cucmembl, NPUHAMO peuleHue 0 nepegooe
nayueHma Ha ne4eHue SMUUU3YMabom.
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C uroas 2020 2. nposodumcest neuenue npenamamom 3Mu-
yuzymaob 6 doze 1,5 me/ke 1 paz é Hedearo nocae egederust Ha-
2py30uHoil do3bl. Jlewenue neperocum xopouio. 3a epems HadA10-
denus ¢ uroasn 2020 e. no Hacmosiuee 8pems eemMoppau1ecKux
sa6aenUll y pebeHKa He Haba0aemcs, HeCMOMPsl HA COXPAHSIIO-
wyrocsi eunepakmugHocme. HedcenramenvHoix si61eHuUil, C653aH-
HbIX ¢ 88e0eHUeM IMUYU3YMaAda He OmMeueHo.

Oo0cyxneHne

Haur nepBblii OMBIT UCMOAB30BAaHUSI dMULIM3yMada Mpu
WHTUOUTOPHOI (hopMe reModuInU A MOKa3bIBAET BHICOKYIO
3(bGEKTUBHOCTD MO CPABHEHUIO ¢ MPUMEHEHUEM MpenapaTa
LIYHTUPYIOIETO JEMCTBUS MO TPeOOBAHUIO U B PEXUME TTPO-
dumakTruku. OTMEYarTcs MPOCTOTa BBEAECHUS W XOpollas
MepeHOCUMOCTh IIpenapara.

PeHmeeHoepaMMd npaeoco 10Kmeesoco cycmaesa

Cxema KAUHU1eCcK020 cayuas

* MNpodunakTnyeckas 3amecTuTenbHas Tepanus
* BoisiBneH nHrnéutop 18,8 BE

* AVIKK no TpeboBaHuto

* 10 KpoBOTEYEHUN B rog

* 3 HUx 5 remapTpo3oB

» CdhopmMupoBarncs cyctaB-MuULLEHb

» HazHauyeH amuunszymad

* 0 KpOBOTEYEHUN

* HexxenaTenbHbIX SIBMEHUIM
He Habntogaetcs

* [epBble anM304bl KPOBOTEYEHUN
OTMEYanuch C POXAeHWS
* YpoeeHb FVIII 0,13 %

* AVIKK B npodmnaktuyeckom pexumme
* 8 KpoBOTEYEHUI B rog
* 3 Hnx 6 remapTpo3oB

* Ds: remocdounusa A, Tsbkenas doopma
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