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Poccuiickuii xypuana JETCKOM TEMATOJIOTUY u OHKOJIOTUU

Onbim npuMeneHud amuyusymaba y pebenka ¢ maxenoi popmoil
UHrubumopHoi remocunuu A u 3ampyAHeHHbIM BEHO3HbIM A0CMYNOM

B.1O. Iletpos, B.B. Baosun, 1.H. JIaBpeHTheBa
T'bY3 «Moposzosckas demckas 20podckas KauHuveckas 6oavHuya lenapmamernma 30pasooxparerus 20pooa Mockeéwvr» ;
Poccus, 119049, Mockea, 4-1i Jlobpvinunckuii nep., 1/9

BBenenue

Jlo HegaBHETo BpeMeHU Teparusi reMo(uInu A IpoBOIM-
JIach TOJILKO IMMyTeM BHYTPUBEHHbIX UH(DY3uii. [1pu onpenene-
HUM UHTUOUTOPHBIX aHTUTEN K pakTopy (F) VIII u HazHaye-
HUIO Tepanuy MHAYKIMU UMMyHHOIT TonepaHTHocTh (MUT)
yacToTa BHYTPUBEHHBIX BBeIEHUII 3HAYMMO Bo3pacTaeT. B To
K€ BpeMsl, 1o JaHHbIM oTyeTa LleHTpabHOTro Hay4yHO-HcClie-
JIOBaTEIbCKOI0 MHCTUTYTa OpraHu3alvu UM WHbOopMaTh3a-
LMK 30paBooxpaHeHust MuH3apaBa Poccuu, noist 60JbHBIX
C 3aTpyOHEHHBIM BEHO3HBIM JOCTYyNoM coctasisieT 12,9 %
BCeX MalLIMEHTOB C TsDKeJIoi remodunueii A [1], yTo sBaseT-
¢Sl BTOPOI 110 3HAYMMOCTH MPUUMHOM OTKa3a OT Mpoduiak-
TUYECKOU Tepanmuy U 3HaYUMO OTPaHUYMBAET BO3MOXHOCTU
JiedyeHus [2].

Hamu mpeacraBieH KIMHUYECKUI Cydail MpUMEHEHUS
aMUIIM3yMaba y naluueHTa ¢ UHIMOUTOPHOI (hOpMOil reMo-
¢unun A 1 HEeBO3MOXHOCTBIO MpoBeaeHus Ttepanuu UUT
B CBSI3U C 3aTPYAHEHHBIM BEHO3HBIM JOCTYTIOM.

Onucanne KJIMHAYECKOTO CITy4ast

Iauyuenm K., 2016 2.p., eénepsvie nonas nod nabawoenue
6 6ospacme 7 mecsauyes, Kozda pebeHOK cman OecnoKoliHbiM,
podumenu 00OpaMuAU GHUMAHUE HA 0ZPAHUYEHUE OBUNCCHUs.
ae6otl Hoeu. [leped noseaenuem xncanob nayuenm ynain ¢ 6bico-
mot 40 cm. Pooumenu obpamuaucy 3a HeOMAOICHOU NOMOULBIO
6 mpasmamonoeuueckuit nynkm. Ilpu penmeenonoeuueckom 00-
c1e008aHUU UBMEHEHULl 8 CYCMABax He 00HapyiceHo. B meuenue
CYMOK nociae 00paujeHusi Hapacman Omex 1€6020 K0AeHHO20 CY-
cmasa, 0gudiceHuss 6 cycmaege Obial 02PaHu4eHbl, pe3Ko 6oae3-
HenHbl. Podumenu camocmosmenvho o6pamuiuce 3a HOMOUbIO
8 Mopo306ckyro 0emcKyr 20po0CKYI0 KAUHUYECKYH O0AbHULY.

U3 anamunesa uzgecmuo, umo npu poxicoeHuU ommeuanrdaco
Keghanroeemamoma. Jeaxcovl npu e3snmuu Kpoeu u3 natvud
KposomeueHue npodoaxcaiocs ¢ meuerue cymok. C eo3pacma
5 mecsyes, Koeda pebeHoOK cman akmueHo NOA3AMs U NbLMAMbCs
6CMAMb HA HOJNCKU, POOUMENU OMMeHanu NoseAeHUe 2eMAamom
Ha mene. Hacaedcmeennviii anammes e omseoujen.

Ilpu obcnedosanuu pedenxa obnapyxcen yposens FVIII,
pasnwiii 0,5 %.

Ha ocnosanuu kaunuueckux, aHamHecmu4eckux u 1abopa-
MOPHBIX OAHHBIX NAUUEHMY YCMAHO08AeH 0UaeHo3: eemModuaus A,
msaxcenras opma. Yuumoleas yice ceeputusuIuiics nepeblii snu-
300 eemapmposa, pebeHKy 0bi10 peKoMeHO08aHO npogedenue 3a-
mecmumenvroi mepanuu kKouyeumpamom FVIII no 50 ME/ke
Kasicovle 2 OHA 8 NPOPUAAKIMUHECKOM pedcuMe.

B aseycme 2017 e. 6 6o3pacme 1 eoda npu nianogom 00-
cnedosanuu y pebeHka enepevle evisieae uneubumop k FVIII,
pasnblii 3,4 BE/ma. B céa3u ¢ amum mepanuro KOHUEHmMpamom
FVIII pewero ommenums u Ha3HaA4umob npenapamol WyHmupy-

toweeo deticmeus (ITILL]): aumuuneubumopHbvlil KoacyasHmMHblll
xomnaexc (AUKK) 6 npogurakmuuecikom pexcume u 3nmaxoe
anvgha 6 pedcume no mpeboeanuio.

Ha gone mepanuu ¢ 2018 no 2019 2. ommeuanuce mHoxice-
cmeeHHble INU300bl KPOBOMEHeHULL: eeMamombl MAKUX MKA-
Hell KOHeyHoCmel U MyA08Uwa, KpoBOMeYeHUs U3 CAUZUCIbIX,
HeCKOoAbKO 3NU30008 2eMapmpo308, noyeuHoe KpogomeueHue.
Peuudusupyrowue cemapmpo3vl npusesu K HopMUpPOBaAHUO
CYyCmago8-muuleHeil: neeblli 201eHOCMONHbL, AeBblll KOAeH-
HblLil cycmassl. B cpednem pebenok neperocun do 30 3nu30006
KpogometeHuil 8 200, 045 KYNUPOBAHUS KOMOPbIX NPUMEHSACS
AHUKK 6 doze 50 EJl/ke na 1 eéeedenue 2 pasa 6 OeHb 6 meueHue
5—7 Oueil Ha snu300 KposomeueHus, ¢ MUHUMAAbHBIM PeK-
mom. B cesa3u c amum 6 urone 2019 2. npunsmo peuterue nepege-
cmu pebeHKa Ha Mepanuro npenapamom dnmaxoe aibgha 6 0ose
100— 120 mxe/ke na 1 6eedenue 6 npoghurakmu1eckom pexscume
1-2 pasa 6 denv. Hecmomps na nposodumyro mepanuro, y pe-
OeHKa npo0oadcaiucy CHOHmMaHHvie Kpogomeyenus. M3-3a exce-
OHEeBHbIX BHYMPUBEHHBIX UHGPY3UL B03HUKAU NPOOAEMbI C BEHO3-
HbIM QOCYNOM, YMO 02paHu4u8ano nposedenue mepanuu MUT.

B cea3u ¢ neagpgpexmusrnocmoio I u HeeozmoncHocmoio
nposedenuss MUT ecaedcmeue 3ampyoHenHo20 6eHO3H020 00-
cmyna, npuHAmo peuleHue nepesecmu pedeHKka Ha Hepakmop-
HYH npo@uUAAKMUYECKYH0 Mepanuro dSMuyuzymadom. B cenms-
ope 2019 e. pebenky nauama mepanus 6 cmaHoapmuoil 003e
6 pexcume 1,5 me/xe 1 paz é Hedenro noOK0ICHO nocae nposede-
HUS Ha2PY3KU.

3a 14 mec mepanuu s3muyuzymMabom He 3apecucmpuposaHo
HU 00H020 CHOHMAHHO20 KposomeueHus. Kpome moeo, Ha ¢hone
mpasm (ywub 16a u npasoeo 204eHOCMONHO20 CYCMAasa) eema-
momul He QopMUPOBAAUCH, OONOAHUMENbHAS 2eMOCMAMUYECKAs
mepanus He nompedo8aIachy.

B okmsabpe 2019 e. pebenok obpamunci ¢ Mopo3oeckyro
0emcKy0 20po0CKYI0 KAUHUYECKYH OOAbHUUY C HCanr00amu Ha
0016 6 1e60ll pyKe nocie nadeHus ¢ ynopom Ha pyky. B cessu
¢ nodo3penuem Ha nepeaom pyKu 0OHOKPAMHO 86e0eH SNMAK02
anvgha 6 doze 90 mke/ke. Ha penmeenoepamme kocmeii ne6oi
6epxHell KOHeYHOCMU KOCMHO-MPASMAMU4ecKux UsmeHeHUil He
eviseaero. llpu ocmompe 8pavom-mpasmamono2om yCmaHo8aeH
duaeHo3: nocmmpasmamu4ecKuil no08bvleUX Ne60ll NY4eB0il Ko-
cmu, npogedero enpasaerue nodevleuxa. bonesoil cunopom Ky-
nuUpoeaw, eemamoma He 06paz08anacy, ONOAHUMENbHOO 8gede-
HUS 2eMOCMAamMuU4ecKux npenapamos He nompeb08anoch.

B Hacmosuwee epems pebeHoK npodoadcaem noay4ame npe-
napam smMuyu3ymMad 8 00bIYHOM NPOPUAAKMUYECKOM pedcuMe.
B nepuoo c okmsobpa 2019 e. no cenmsabpy 2020 e. 3nu30006
KposomeueHusi y 00AbH020 He 3apeeucmpuposaro. Pooumenu
U nayueHm omMme4arom 3HA4UMeNbHOe NOB8bllleHUe Ka4ecmeda
JCUBHU HA HeghakmopHoll mepanuu cemopuauu A.
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Oo0cyxnenne

3aTpyIHCHHBIM BEHO3HBIM TOCTYIT SIBJIICTCS OOHUM U3
OCJIOXKHCHMI Tepanny, ¢ KOTOPBIM IIPUXOINUTCS CTAIKUBATh-
Cs1 Bpauy-reMaroJiory npu Jie4eHU MaluueHTOB ¢ reMOpUIN-
eif A. Hamr ompIT TToKa3bIBaeT, YTO YCTAHOBKA ITOTKOKHOTO
BEHO3HOTO TIOPTa MMEET BBICOKWI PUCK WH(EKIIMOHHBIX
OCJIOXKHEHMI, 9YTO TpeOyeT IePeyCTAaHOBKM CUCTEMBI, TOTTOJ-
HUTEIbHBIX MHBA3WBHBIX BMEIIATEIbCTB, UYTO ITPOBOIUPYET
IOTTOTHUTENIBHBIC 33006 KPOBOTCUCHU 1, TaKUM 0Opa-
30M, PUCKHU OT YCTAHOBKM ITOIKOXXHOTO BEHO3HOTO ITOPTa 3a-
YacTyIo BBIIIE, YeM I10JIb3a ISl peOeHKa. MUpOBEIe JaHHEIC
TaKKe ITOKa3bIBAIOT 00Jice BHICOKHMIT PUCK MH(MDEKIIMOHHBIX
OCJIOXKHCHHUI y TIeAMAaTPUUICCKUX TAIIMEHTOB C CHCTEeMaMK
IEeHTPaJIbHOTO BEHO3HOTO AoCTyma [3—5].

Cxema KAUHU"eCcK020 cayuas

* BoisiBneH nHruéurtop K FVIII,
paBHbIV 3,4 BE/Mn
* Mpodmnaktuka AVKK,

IlosiBneHue BBICOKO3((PEKTUBHOIO IIperiapata C IIOJI-
KOXXHBIM PEXXMMOM BBEJEHUS MO3BOJISIET MPOIOJIKUTh TEpa-
nuio pedeHka ¢ reMopuiInein 6e3 T0MOTHUTEIbHBIX PUCKOB,
CBSI3aHHBIX C UTHBa3MBHBIMU METOIMKAMMU.

Kpome Toro, mpeactaBieHHbI KIMHWYECKUM clydait
JIEMOHCTPUPYET BBICOKYIO 3(D(MEKTMBHOCTh 3MUIM3yMada
y pebeHKa ¢ TsoKesoi (popMoit TeMoGUIny A I THTHOMPYIO-
My antutedaMu K FVIIL. DMutm3ymat mo3BoII IpenoT-
BpaTUTh CTIOHTaHHbIE KpoBOoTeueHus. He 3apeructpupoBaHo
HU OIHOTO 3IMHM30[a reMapTpo3a. DMUIM3YMad 00eCcTemia
JIOCTaTOYHBINA reMocTa3 [Jis TOTO, YTOObI Ha (POHE JIETKMX
TpaBM HE BO3HUKAJIO KPOBOTECUECHMUIA.

* 3aTpyaHEeHHbI BEHO3HbIN JOCTYN

* UUT npoBecTn HEBO3MOXHO

» HazHauyeH amuumnsymad

» BbiTOBbIE TPaBMbI 6€3 remaToM
 MoaBbIBUX NEBO Ny4eBOW KOCTH,

7 Mecsaues anTakor anbda no Tpe6osaHmnio OfHOKpaTHOe BBeAeHMe anTakora anbga
2016 2017 2019 {2020)

* YpoeeHb FVIII 0,5 %
* Ds: remoounuga A, Tskenas dopma
* MepBbIf 3nn3op remapTpo3a nocne TpaBMbl

* lo 30 KpoBOTEYEHUI B roa
* dopMupoBaHUe CycTaBOB-MULLEHEN:
JNeBbIV rofieHOCTONMHbIN, NEeBbIN KONEHHbIN

» 0 KPOBOTEYEHWUI B rof,
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