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lledeHOYHAA MacKa HapOKCM3MaIbHOM
HOYHOI TeMOTTIOONHYPpUU

B pamxax V Bcepoccuiickoti HayuHo-npakmuueckoi koHpeperyuu «CospemerHble acneKkmul 2eMarmonoeuu

u eenamonoeuu» (Mockea, 12 noabps 2015 2.) cocmosncs cumnozuym «lenamonozust 6 OHKONOZUY U 2eMAONI0ZUU».
B x00e meponpusmus npo3ey4anu coo0ueHUs CNeyUAnucnos, nocesuleHHble OUazHOCUKe U JledeHuio peoKoil
PopmuL cemonumu1eckoti aHemuu — NAPOKCUSMAILHOL HOUHOTL 2eMO2TIOOUHY pUU. MO 3a00/1e6aHUEe OMHOCUINICS

K epynne npuobpermeHHbIX 2eMONIUMUHECKUX AHEMULL, 00YCTI067IEHHbIX USMEHEHUAMU CIPYKIY Pbl MeMOpaHbL
SPUMPOUUMO8 U NPOMEKATOULUX C BHYMPUCOCYOUCTBIM 2EMOTIUIOM.
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YeHM MeUIIVHCKOTO (aKysbTe-
Yra Poccuiickoro yHusepcurera
npyx6s1 Hapopos (PYIIH), 3aBexyto-
1yt Kadeapoit roCIUTaIbHON TepaIin
PYJIH, pyxoBopyTenb OT/eIeHNs COMa-
Tideckolt peabumranyy HanmoHasb-
HOTO HAy4HOTO IIeHTPa HapKOIOIUU
Munsppasa Poccyn, .M.H., ipodeccop
ITaen Ilerposuy OI'YPIIOB B Havane
CBOETO BBICTYIUIEHNS PACCMOTPET 0CO-
OeHHOCTI MMAPOKCU3MATbHOI HOYHOM
remornobunypun (ITHT), coueraro-
1LeJICs C TIeYeHOYHOI TaTOIOT e,
[TapokcyaManbHass HOYHAS T€MOIJIO-
OUHYpMA — Imporpeccupylollee, yrpo-
Kalolllee XKM3HM 3a00/IeBaHMme, Xapak-
TepusyIolIieecs HapyIeHneM QyHKII
KOCTHOTO MO3I3, XPOHIYECKIM KOMII-
JIEMEHT-OIIOCPEOBAHHBIM TeMO/III30M
u Tpombo3amu. PactipocTpaHeHHOCTb
3aboneBaHust COCTaBsAET 816 CydaeB
Ha 1 M/TH nomy/eAtmin. 3a60/1eBaeMoCTh
ITHT - 1,3 cry4as Ha 1 MyTH IONTy/IALUA
B rofi. boneror 1 My>X4nHbI, 1 >KeHIIM-
HbI B paBHOM COOTHOIIeHMN. Meziana
BO3pacTa Ha MOMEHT IIOCTAHOBKI JIya-
rHO3a 0K0710 30 JI€eT.

B ocHose nmarorenesa ITHI nexxur ne-
KOHTpO/IMpyeMas aKTUBALsA KOMII-
neMenTa. IIpnunnoit passurya [THI
ABAETCA TOYeYHass coMaTMyecKas

I rupexrop LleHTpa n3ydeHus me-

myTanys reda PIG-A na X-xpomoco-
Me. B pesynbrate MyTanum CTBONIOBbIE
KJIETKV KPOBM HPOAYLMPYIOT ZOUep-
HI€ KJIETKM, Y KOTOPBIX Ha MOBEpPX-
HOCTU MeMOpaH oTcyTcTByIoT GPI-
sIKopHbIe 6enky (rmmkosmndocdaTu-
IVIHO3UTON-6€IKM) — CyOCcTpar st
IIPUKpEIUIeH s GeIKOB-MHIMONTOPOB
TepMIHA/IbHOro KoMIuieMeHTa (CD55
un CD59). Vrpara 3alUTHBIX O€/IKOB
HPUBOAUT K XPOHIIECKOI HEKOHTPO-
JIMPYeMOlt aKTUBALINY KOMIITIeMEHTA,
00pa3oBaHII0 MeMOpPaH-aTaKYIOLINX
KOMIUIEKCOB V1 FeMO/n3y" 2.

Takum 06pa3om, Ipyu OTCYTCTBUU HA
HIOBEPXHOCTH KJIETOK 3allUTHBIX Oer-
KOB SPUTPOLIUTHI TIOf{BEPTalOTCst KOM-
I[IEMEHT-OMIOCPELOBAHHOMY JIM3ICY,
a TPOMOOLVITBI ¥ JIEVIKOLMTBI — aKTH-
BaLVM, YTO KTMHIYECKY IPOSBIIALTCSA
XPOHMYECKMM T'eMONU30M M CUCTEM-
HbIMy nopaxeHysAMy npy [THTL
Ocnoxuenns ITHI - BeHO3HBIE 11 ap-
TepuanbHble TPOMOO3BI, HMOYEUHAs
U TIe4eHOYHas HelOCTaTOYHOCTD, JIe-
TOYHasl TUIEPTEHsNsI U TPOM603MOO-
JIUSI JIETOYHOI apTePuit, CepeIHO-CO-
CYAVCTast HEJOCTATOYHOCTD, MIIEMIIS
JKeJTYJOIHO-KIUIIIEYHOTO TPAKTa — MO-
TYT OBITD )KM3HEYTPOXKAIOIIVIMIA.
[TocnencTBUAMN XPOHUYECKOTO Te-
MoOnu3a ABAAITCA cumnTombl [THI,

HPOTeKaoIIye O] MacKoit fucdarn,
JIETOYHOI TUIIEPTEHSNH, OfIBILIKY, 60-
JIN B >KUBOTE, XPOHIIECKOIT 60TIe3HI
HIOYeK, 9PeKTU/IbHOM JUCQYHKIINIL, Te-
MOITIOOMHYpIY, aHeMIUY, TPOMOO30B
U BBIPQKEHHOIT CTaboCTN.

Il1st myarHoCTVKY 3a607IeBaHNS B Ka-
YecTBe OCHOBHOTO METOfja IIPYMEeHs-
€TCsA BBICOKOYYBCTBUTE/IbHAA IPO-
TOYHas LIUTOMETPUA, KOTOpas C TOY-
HOCTbIO 710 0,01% 1MO3BOISIET BBISIBUTD
ktetku ¢ feduinrom GPI-cBs3aHHBIX
6e/KOB. TOT METOJl CINTAETCS 30710~
TBIM CTaH/apTOM JyarHocTyky ITHI
Y 3HauurenbHOI Yacty 60mpHbIx [THT
TPOMOOTHNYECKNe OCTIOKHEHMS BBI-
XOZAT Ha IEPBbI IVTaH 1 MACKUPYIOT
TedeHne 3a00/IeBaHNUIT CaMOII Pas/nd-
HOJI HO30/IOTMANA.

Tpom603 ABIAETCA BEyLIeil IpIdN-
Hott cvepTHOCTH 1Tpyt [THI®. CornacHo
OAHHBIM uccnemoBanui, 40-67% me-
Ta/IbHBIX 1cxofoB rpu ITHT o6ycos-
JICHBI TPOMOOTIYECKIMM COOBITUAMIL.
Bce mauments! ¢ ITHT BXogaT B rpymn-
ITy BBICOKOTO PYICKA PAa3BUTHA TPOM-
60TIYeCKNX COOBITMIT HE3aBUCUMO
OT pasMepa KJIOHA, TPaHC(Y3MOHHOM
3aBMCYMOCTH ¥ TIPOBOJVIMOJI aHTUKO-
ary/IAHTHOJN Tepanuiu. YCTaHOBJ/IEHO,
YTO IIepBOe TPOMOOTIIYECKOe COOBITHE
IHOBBIIIAET PUCK cMepTy B 5-10 pas®.

! Rosse W.E, Hillmen P, Schreiber A.D. Immune-mediated hemolytic anemia // Hematology Am. Soc. Hematol. Educ. Program. 2004. P. 48-62.

2 Rother R.P, Bell L., Hillmen P, Gladwin M.T. The clinical sequelae of intravascular hemolysis and extracellular plasma hemoglobin: a novel mechanism
of human disease // JAMA. 2005. Vol. 293. Ne 13. P. 1653-1662.

* Parker C., Omine M., Richards S. et al. Diagnosis and management of paroxysmal nocturnal hemoglobinuria // Blood. 2005. Vol. 106. Ne 12. P. 3699-3709.

* Hillmen P, Muus P, Diihrsen U. et al. Effect of the complement inhibitor eculizumab on thromboembolism in patients with paroxysmal
nocturnal hemoglobinuria // Blood. 2007. Vol. 110. Ne 12. P. 4123-4128.

JddekTBHaA hapmarotepanua. 5/2016
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ITpu ITHT Tpom603bI MOTYT OBITH 710-
Ka/I130BaHbI KaK B BEHO3HOM, TaK I B
aprepuanbHOM pycie. Hanbonee yacras
JIOKa/IV3alys — MHTPaabIOMIHAIbHbIE
1 iepe6parbHble BeHbL. BEDKIBaeMOCTD
nauymenTos ¢ [THI, nepenecnx Tpom-
603, - 40% 3a "eTbIpe ropa’.
ITpodeccop ILIL Orypuos akueHTHpO-
BaJI BHYIMaHIe ayUTOpUY Ha 3a00/IeBa-
HISAX TIeYeHN, BBISBAHHBIX TPOMO030M
NIeYEHOYHBIX BeH, y nmanyentos ¢ ITHI
OH OTMETIIT, YTO eCTIN Y TAKMX HOTHHBIX
OpraHOM-MMUIIEHBI0 TPOMOOTIYECKIX
OCTIOKHEHUI AB/IAETCS IeYeHb, TO 3Ha-
YUTENTbHO IOBBINIAETCA PUCK CMEPTIHL.
Oco6eHHO ec/it CBOEBPEMEHHO He pac-
I03HATh 3a00/IeBaHNe I He HAa3HAUNTD
COOTBETCTBYIOIee TTaTOTEHETNYECKOEe
TIedeHe.

Curgpowm bapna - Kuapn - 3a6onesa-
HIie, CBA3aHHOE C 3aTPyIHEHMEM OTTOKa
BEHO3HOII KPOBI OT IIeYeHU, OOBIYHO
006yC/I0B/IeHHOE TPOMOO30M HECKOJIb-
KIX KPYIIHbIX IIe4eHOYHBIX BEH IIpH I10-
BBILIEHHOI CKIIOHHOCTY K TPOoM6006-
PA30BAHUIO U MIPOSIBILIONEeeCs OOIBI0
B JKVMBOTE, KE/TYXOI1, aCIINTOM U yBE/II-
YeHHOJ1 00/Ie3HEHHO! IIeYeHBIO.

ITo maHHBIM KOTOPTHOTO MCCTIEIOBAHM,
ITHI" aBnsgercsa npuyMHON CUHApPOMA
bapma - Knapu B 8-10% crydaes. IToka-
3aHO, 4TO B IpyImax nanyenTos ¢ ITHI
YacTOTa COIyTCTBYIOLNX TPOMOO3OB
YpeBHbIX BeH (IOPTA/IbHOIL, Me3eHTepH-
QJIbHOVI WJIM CeIe3eHOYHOII) JOCTOBEPHO
BBIIIE, YeM B KOHTPOJIbHOI IPyIIIE, — 47
npoTus 10%. VIMeHHO TO3TOMY BCEM Ma-
LJeHTaM ¢ cuHapoMoM bapaa — Kuapn
HeoOXO/[IMO MPOBOAUTH TIIATETBHOE
obcnenoBanye Wi Bblasaenys [THI®.
Ha ¢one npumeHeHns npemnapara aKy-
JM3yMad BBDKMBAEMOCTDb IAI[VIEHTOB
¢ ITHT cooTBeTcTByeT TaKOBOIl B 370-
POBOII MOIY/LALMY, CPABHUMOIA I10 T10-
JIOBO3PACTHBIM XapaKTePUCTIKAM'.

B saxmouenne npodeccop ILIL Oryp-
IJOB OTMETWJI, YTO B HAI[MOHATbHBIX
K/IMHIYECKMX peKOMeHIALVAX 10 Jiar-
Hoctuke u nevenuto ITHI ckasaHo, uTo

Ipogeccop I1.I1. Ozypuo6

Ha/Idme TPOMOOTHIECKUX OCIIOXKHE-
HMIT — TIpAMOe TI0Ka3aHue K IpyMeHe-
HJIO TIpertapaTa aKymsyma6®.
JIvcKyccmio Npofo/DKIIa Bpad-TenaTo-
nor Ilentpa usydenns nevenn PYITH
JTromvmma Anexcanziposaa KPVILTKASL.
OHa npofIeMOHCTPUPOBATA TaKTUKY
BefeHus nanyenTos ¢ ITHI u cunppo-
MoM bapna — Kiapy Ha KOHKpeTHOM
IprMepe.

[Taument, 20 net, fo ¢espamsa 2015 .
cynTan ceds abCOMIOTHO 3LOPOBBIM,
Ha JMCIAHCEPHOM y4eTe He COCTOAT,
K BpadaM He oOpamasncs. Brepsbie
ero crama 6ecroKonTb TONOBHAs 6OTb,
KOTOpasA AIMIACh HECKOTbKO HHeL.
20 deBpast 2015 1. 10 Ha3HAYEHNIO He-
Bposora 60bHOMY Obla BBIITOTHEHA
MAarHUTHO-Pe30HAHCHAsE ToMOrpadus
COCYJI0B TOTIOBHOTO MO3Ta, 110 Pe3Y/b-
TaraM KOTOPOJ yCTaHOBJIEH [VArHO3
«CybapaxHOMATbHOE KPOBOUSTIIAHIIE.
B cBssu ¢ 31MM 6OBHOI IPOXOAITI TTe-
YeHIe B HeBPOJIOTIYECKOM OT/eIeHIUN
10 MECTY >KUTE/bCTBA, T7e 110 IIOBOAY
TpoMbouuTonenyn (46 THIC/MKII) eMy
Ha3HAYM/IY KOHCY/IBTAIMIO TeMaToora.
C y4eToM LUTOIEHNN U TIOBBILIEHHOTO
YPOBHA JTAKTAaTHEINAPOreHa3bl remMa-
TOJIOT B IUTaH 0OCIeNOBaHMA BKIIOYUMIT
UMMYHOQEHOTUIINPOBAHNE KIETOK
KPOBJ METOJJOM IIPOTOYHOI IIUTOMET-
puu. CoImacHO JaHHBIM OT 16 ampens

Bpau-zenamonoz JI.A. Kpuuxas

2015, y manmenra BoisasneH [THI-knon
Ha sputpouurax — 50,2%, MOHOIIMTAX —
84,22% u rpanynonurax — 84,58%.

B xmHuMYecKoit KapTiHe oOpalany Ha
cebs1 BHMMAHIE TeIaTOCIIEHOMET /IS
Y HApacTAIOINII aCLIUT, B CBA3U C YeM
TIOC/Te KOHCY/IBTALVIV TaCTPOIHTEPOTIOTa
UL VICKITIOUeHNs 3a00/IeBaHmIl IIeYeHn
HalyeHTa HanpaBuau B MOCKOBCKMit
0071aCTHOII HAY4YHO-VCCTIEOBATEIbCKIIT
KIMHIYeCKnit MHCTUTYT uM. M.@. Bra-
muMupckoro. 22 mas 2015 1. 6071bHOTO
TOCIIUTA/IN3MPOBA/IN B FaCTPOIHTEPO-
JIOTMYECKOE OT/IeIeH)e C BhIPayKEHHBIM
acIMTOM M TeNaTOCIIeHOMeramell.
Ilo pesynmpTaTaM KOMIbBIOTEPHO TOMO-
rpadun (KT) opranos 6promHoii 1o-
JIOCTY ¥ 3aOPIOLIMHHOTO IPOCTPAHCTBA
YCTaHOBJIEHbI TeMaTOCIITIEHOMETaNus,
u3MeHeHst KoHuryparun 1 guddys-
Hble M3MEHEHNA CTPYKTYpPbl II€YeHN,
acumt. Ha KT ¢ koHTpacTHpoBaHIeM
IPM3HAKOB TPOMOO3a He BBIABIIEHO.
IIpn BbIMUCKe YCTAHOBJIEH JMArHO3:
U[IVOTIATIYECKMIT HMPPO3 NeYeHN C CO-
nytcraytomeit [THI, manuuronenns, re-
HaTOCITIEHOMET /TN, ACLIUT, CEKBECTPa-
IMOHHAs TPOMOOLIMTOICHIS 11 aHEMISL.
ITo 3aK/moueHN0 BPa4eOHOM KOMUCCHN
HaIyeHTy GbUIa PEKOMEH/IOBAHA Tepa-
IS 9KYIM3YyMaOOM. MeXJTy TeM Ha JlaH-
HOM 3TaIle TIaTOTeHeTHYecKas Tepamms
TAIMEHTY He ObUTa HavaTa.

* Hill A., Kelly R.J., Hillmen P. Thrombosis in paroxysmal nocturnal hemoglobinuria // Blood. 2013. Vol. 121. Ne 25. P. 4985-4996.
¢ Hoekstra J., Leebeek EW.,, Plessier A. et al. Paroxysmal nocturnal hemoglobinuria in Budd-Chiari syndrome: findings from a cohort study // J.

Hepatol. 2009. Vol. 51. Ne 4. P. 696-706.

7 Kelly R.J., Hill A., Arnold L.M. et al. Long-term treatment with eculizumab in paroxysmal nocturnal hemoglobinuria: sustained efficacy and
improved survival // Blood. 2011. Vol. 117. Ne 25. P. 6786-6792.

8 Kynaeun A.II., /Tucykos VI.A., IImyuikun B.B. u 0p. HaumoHampHble KIMHNYECKIIE PEKOMEHIALINI 110 AMATHOCTIIKE 11 JIeYeHNIO
[APOKCHM3Ma/IbHOI HOYHOI reMoriobunypun // Onkoremarosorus. 2014. Ne 2. C. 20-28.

facTpoanTeponorua. CnewBbinyck
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B mtone marueHT 6bU FOCINTA/IN3UPOBAH
B (befiepaIbHBLIT HAYIHBIIT LEHTP C BbI-
Pa>KEHHBIMY IIpM3HAKaMy aHeMun (re-
MOITIOOMH — 83 I/I1), BBICOKMM yPOBHEM
peTukynountos (57%) M CHUKEHHBIM
ypoBHeM TpoM601mTOB (31 THIC/MKI).
OrMeyanich He3HAYNTETbHOE MOBBIIIIe-
Hue TeMIiepatypel (37-37,5 °C), crieHo-
Meramis (+3 cM), aCLJAT U MUHMMAJIbHBII
TIEBOCTOPOHHMIA TUIPOTOpAKC. [InarHoc-
THYECKIIT IOVCK OBUT HATIPAB/IeH Ha IC-
K/IIOYEHNE ITHOMOTMYIeCKUX (PaKTOpOB
pasButus nupposa. [lanHble 06ceno-
BaHNUA MO3BOMWIN MCKIIOYUTD BUPYC-
HyI0 aTHonoruio 3aboneanus (HBSAg,
anti-HCV, anti-HAV - orpuuarenpable),
6onesup Bunbcona — Konosanosa (Menp
CBIBOPOTKM — 34,5 MKMOJIB/JI, My Talui
rera ATP7B He BbIAB/IEHO), TeMOXpOMa-
103 (>Kere30 — 16 MKMOTIB/TI, peppuTHH —
85,2 MK/, TpaHceppuH — 268 MKI/mI).
bonbHOMY BBITIOTHEHO MMKPOCKOIN-
YecKoe MCCIefoBaHye 6uonTaTa mneye-
HJI, KOTOPO€e II0Ka3aji0 BbIPa>KEHHbIE
HPU3HAKY OEIKOBOIL 1 O4aroBOIL KPyII-
HOKAIIeIbHOI >KMPOBOIL JUCTPOdUIL,
cnabo-yMepeHHO-BBIPaXKeHHOTO (H1b-
Po3a IOpTa/IbHBIX TPAKTOB, CTa60-yMe-
PPEHHO-BBIPXEHHOI IMMpOUTHOI MH-
bubTpanymn.

YanTeiBadg mporpeccupyrommit acmuT,
HAIVEHTy TIPOBEN MOBTOPHOE MMMY-
HO(EHOTUIIMPOBaHYe KPOBU METOLOM
IPOTOYHOI LMUTOMETPUM. BhlABIEHO
yBemyuenue pasmepa kiaona ITHI na
rpanynommTax 1o 89,66%. OT™Mevamich
IPOTpecCHpOBaHIe TeMO/N3a, CHIDKe-
HIe YPOBHell TeMOINo6Ha 1 TpoMOoLI-
TOB. [IMarHo3 Ipy BBINNCKE: UMMYHHAS
TPOMOOLIUTONEHNsT C KPUITOreHHBIM
nupposoM edery, [THI 6e3 npusHakos
aKTMBHOTO reMormu3a. HecmoTps Ha BbI-
apnenne knoHa ITHI u Tsxenoe cocro-
sHNe TAlMeHTa, eMy OblIa peKOMeHJ[0-
BaHa TOJIbKO KOHCY/IbTAL[Vis TeTaToNora.
13 aBrycra 2015 r. 60/IbHOI! OBLT HATIPAB-
JIeH Ha KOHCy/bTanuio B OeepanbHbli
HAYYHO-KIMHWYECKUI LIEHTP HeTCKOi
TeMaTOJIOT MM, OHKOJIOTMY ¥ MUMMYHOJIO-
ruy imeHn [Imutpus Porauesa, rie emy
OKOHYATe/TbHO MOATBEPAVIN [YIaTHO3
ITHI. Taxum o6pasom, y naipyeHTa ¢ jo-
kasannoi ITHI Bce umeronmecs cumi-
TOMBI, T€MaTONIOTMYECKIE I OPraHHbIe,
IpU OTCYTCTBUYM HEOIPOBEP)KVMMBIX
aJIbTePHATUBHBIX 00bACHEHNIT IO/DKHBI
TpakToOBaTbcs Kak ocnokHeHys [THT.

CrienyamCTb! IPUILUIY K 3aK/TI0YEHNIO,
YTO IIeYeHOYHbIe HapyIIeHVA 1 CIVICHO-
MeTa/lis JOJ/DKHBI ObITh HepeOLjeHeHbI
C TOYKM 3peHNA MOCTeACTBII CUH/PO-
ma bagma - Knapu, cybapaxHonpan-
HOe KPOBOU3/IAHME — KaK IOCTIeICTBIIE
TpoM603a BEHO3HBIX CHHYCOB T'OJIOB-
HOTO MO3Ta, TPOMOOLUTOIIEHNS — KaK
IIPOsAB/ICHNIE CHIDKEHHOro 06pas3oBa-
HIA B KOCTHOM MO3T€ U TIOBBIIIEHHOTO
paspyLIeHNs BCIECTBIE ITOPTaTbHON
TUIIEPTEH3UM U CTIITIEHOMET AN

Pyick IOBTOPHBIX JKM3HEYTPOSKAIOIINIX
TpoMO030B y IAIMEeHTa OLeHNBALTCSA
B 100% B TeueHue GMIDKAIIINX TPeX —
ILATH JIeT ke TPV IIPOBeTeHN Mefiy-
KaMEeHTO3HOI cIennI4ecKoil TpoM-
6onpodunakruku. B cBsasu ¢ atum
00/MbHOMY PEKOMEHJIOBAHO OBICTpOe
HA4ajIo Tepammy SKyIu3yMaboM mocie
KOHCY/IbTal/Y [eIIaTOTIOTA.
OKynmu3yMab — peKoMOMHAHTHOE TyMa-
HM3UPOBAaHHOE MOHOK/IOHA/IBHOE aHTH-
Teno - k-uMmyHornobymH (IgG2/4k),
KOTOpBIIT cBsA3bIBaeTcs ¢ bemkom C5
KOMIUIEMEHTa 4e/IOBeKa U MOJaBILAeT
aKTMBALMI0 KOMIUIEMEHT-OIOCpPefo-
BaHHOTO JIM3JCa KJIETOK. DKyIu3ymad
67oKupyeT 06pasoBaHMe TePMUHATD-
HOTO KOMIITEKCAa KOMIIIEMEHTA 11 TeM
CaMBIM TIPENIATCTBYET PasBUTHIO TsDKe-
JIBIX CUMIITOMOB 3a00/IeBaHVIA.
[TaumeHT 5 CeHTAOPS HMOMYYMT KOH-
cynbTanuio B lleHTpe nsydenus mede-
Hu PY]IH, rme mocte ncKm0YeHns Bcex
STHOJIOTMYECKVX (PAKTOPOB pasBUTUA
LMppO3a B XOfle BPaueGHOro KOHCHUIINY-
Ma 6b11 HocTaBjIeH anarHos: ITHT ¢ pe-
VIMYILIeCTBEHHBIM IIOpaXkeHNeM TledeHN
(cuuppom bapna — Knapy, nopranbpHas
TUIIepPTEeH3Ms, ACLUT, TeTaTOCIZIEHOMe-
ramys), JaHHble O CAMOCTOATEIbHOM
3a00/IeBAHNN TI€YEHM He BBIABJICHBL
C y4eToM XpOHMYECKOTO IeMOoN3a, Co-
IIPOBOXKAAIOIIETOC PEeLMANBUAPYIOLY-
M TPOMOO3aMI [IEHTPAIbHOI HEPBHOIT
CUCTEMBI, COCYHOB IledeHnu, Ha (oHe
TIOBBILIEHHBIX [OKasaTenei JI-numepa,
BTOPUYHOI TPOMOOLUTOIEHNH, TIPO-
IPeCCUPYIOLIETo NMppo3a MedYeHM C ac-
ITOM, OOIBHOMY PEKOMEHJJOBAHO IO
JKV3HEHHBIM TTOKA3aHAM JIeYeHIe SKY-
NM3yMaboM O] KOHTPOJIEM IeMaToJIOTA.
B cenTsi6pe malMeHT MOy EePBYIo
nH}ysuio npemnapara sKkymsyma6. Ha
(oHe IaTOreHeTIYeCKOl TepaIm Ky-
Mn3yMaboM perpeccupoBatn TaKye

CUMIITOMBI 3a00/IeBaHNs, KaK acIiUT
u otekyt. CHUSIICA YPOBEHbD JTAKTaTHe-
TUJIPOreHa3bl — epMeHTa, KOTOPBIIL II0-
BBIIIAETCA IIPU XPOHITIECKOM FeMOTI3eE.
YIyqmmamch KIMHUKO-TabopaToOpHbIe
TIOKa3aTe/ KPOBY 1 COCTOsIHYE GertKo-
BO-CUHTETIYeCKOI (PYHKIINY IIeYeH.
Takum 06pasom, B pesy/braTe COBMeC-
THOJI PabOTBI CIeLMaNICTOB, TeaTo-
JIOTOB U1 TEMATOJIOTOB, Y/Jal0Ch YCTaHO-
BUTb MCTUHHYIO IPUYMHY 3a00/IeBaHMs
¥ Ha3HAYNUTD ITATOTeHeTHIECK 060CHO-
BaHHOE JIeYEHe.

CBoeBpeMeHHOE HasHa4YeHMe IaTore-
HeTUYeCKOll Tepamnu SKyImsyMabom
nanyenTy ¢ [THI n cunppomom bapa -
Kuapu npusozur x perpeccy 3aboresa-
HJIA Y YMEHDIIEHNIO YaCTOThI JKI3HEYT-
POXKAIONIX TPOMO0IMOONIIECKIX OC-
JIO)KHEeHMIA. J[JaHHbII NIpenapar JO/DKEH
OBITh BK/TIOUEH B IIPOTOKOJIBI TEPAITNN
nauyentos ¢ ITHT u cungpomom bap-
fa — Knapm.

I[TpuMeHeHNe MOHOK/IOHA/IbHBIX aHTH-
TeJl — MHIMOUTOPOB CICTEMBI KOMIITIE-
MeHTa IIPefOTBpPAIIAeT PasBUTHE He-
00paTHMBIX OC/IOXHEHMIT Y HAI[ieHTOB
cIIHL

B xopme mccmenoBaHmit fokasaHa ad-
(beKTUBHOCTD 1 6€30IaCHOCTD IIpela-
parta askymzymab (Comypuc®, Alexion
Pharmaceuticals, Cheshire, CT) y mauu-
enros ¢ ITHI' n npusHakamy remonmsa.
OKynu3yMab BOCCTAHAB/IMBAET PEry/Lsi-
IO AKTMBHOCTY KOMIUIEMEHTA B KPOBI
¥ TIPERYIpeXIaeT BHYTPUCOCYAUCTHII
remonus. [TanyentTst ¢ [THI nocne tepa-
U 9KYIN3yMabOM OTMEYAIoT yMeHb-
IIeHVe BBIPAKEHHOCTH CUMIITOMOB 3a-
OorneBaH, CTabOCTI, aHEMUN, YACTOTBI
TPOMO0IMOONNYECKUX OCTOXHEHMUI
¥ TIOBBILIIEHNE KadecTBa >K13Hu. Kpome
TOTO, TIPY HA/IMIUN TPOMOOTIIECKOTO
OC/IOKHEHsSI B aHAMHe3€e OOJIbHBIX 3KY-
M13yMab MOKa3aH sl IPefOTBPAILeHIS
PasBUTHA IOCTENYIOUINX TPOMOO30B.
Oxymu3ymab obmafaet XopoImM mpo-
¢ustem 6€301aCHOCTI IIPY [INTENIBHOM
HPUMEHEHNI 11 T03BOJISIeT 3HAYNTEIBHO
CHU3UTD YACTOTY OC/IOKHEHNIT I CMep-
T maryenToB ¢ [THI.

I[TpumeneHne sKynmu3ymMada B JIe4eHUN
6onpubix ¢ [THI' cunmraerca mokasaH-
HBIM JI PAIlIOHA/IBHBIM METOfOM IIaTO-
TeHETINYECKOI TePaIN.

JddekTBHaA hapmarotepanua. 5/2016



PAHHUE AWATHOCTUKA W HASANIO
JIEYEHWNA HYPE3BBIMAUHO BAXHBI

- TIPUTIHr Karyc

[H - MAPOKCHIMANBHAR HOYHAR FEMOrMOBWHYPUA
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MpH-HHOR NPOrPECcCHPOBaHMA JABONBSAHNT, PAZEWTHA OCIOMHEHWI M DaHHEH
caepTHOCTH Npw [THT RERASTCR XPOHAYECKHN KOMMNEMEHT-0N0CPE OBAKHLIN FEMONHS
40-67% Bcex neTankkbx WCXDG0E NP MHT CEA3aHE C BEHOIHBIMK MW APTEPMANBHLIMMA
TpOMGOZaMM’

¥ 64% naywexton ¢ MHT paiswsaeTch XPOHWYECKAR NOYEYHIA HAROCTATOMHOCTE,
ACCOUMMPOBAHHAS C PAHHEN CMEPTHOCTEID

¥ NaLWEHTOR BLICONOR TPYNNG PHCKE CREAYET NPOBOANTE CKPHHHHT-RHATHOCTHRY ANR
BuiREneHus NHM

BCeX nauMenTos ¢ MHM norvBaT B Te4eHHE 5 NET C MOMEHTS
NOCTAHOBKM AMATHO3A, HECMOTDR Ha TRARMLMOHIYK
NOAAEPAMERSILYIO TEDAMHID

MOCKOABKY OCNOKHENAS
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al¥C = ATHMWYHBIN FE!.!DJ'IHTHK&J-'-‘PEMH*‘ECKHH CHHOPOM

al'yC
70%

CFH-SpTaLNS HESSCABE AP D PICTEOCTREsEE 1 STy

Mpw aIYC B peayneTare HEXOHTDONMPYEA0N AKTHEILAN KOMNNEMEHTA DalBREAETY
CHCTEMMAS TPOMBOTHYECKAS MMKDOBHMONETHS (TMA) 41

Or33% o 40% Bcex NALUMEHTOR NOTHGAROT, WM Y HHX OTMEYSETCR NPOTPeCCHpREME
Goneasm go TCTH nocne nepacd ManwdecTauud 2aboneaaHms

MraamooGMeHHgIYIMR MREZME HE CNOCOGHE! OCTEHOBNTE XPOHYECKYI0

nauWerToE ¢ alYC, MALs0WWY CAMYHD PACNPOCTANEHHYIO MyTaLM0"
YMWPEKIT, HYXAAOTCR B AMANKIE WK NPROBPETAIOT TEPMAHANEHYID
CTAMNK No4EuHoN HERoCTATOMHOCTH [TCITH) B s

L

HEXOHTDONWDYEMYH0 AXTHEALIMIO KOMMNBMEHTH, OCHORHYIO NpWWHyY TMA npu alyCa ==

Cywecreyert oBOCHOBEHHEIN anropuTM uthhepesyrantHoN puarkocTii npw alyC!

WHCTPYKLNA
no MmeAvLMHCKOMY NPUMeHeHMIo neKapcTBeHHoro npenaparta COJIMPUC® (SOLIRIS®)
(B coKpaLeHuu)

PerucrpayuoHHbiit Homep: JIN-001159

ToproBoe Ha3BaHue: Conupuc

MHH: 3kynn3ymab (eculizumab)

JlexapcreenHas popma: KOHLEHTPaT AnA NPUroToBeH!A pacTBopa Ans MHGy3um. CocTas: 1 MA NpenapaTa COREPXMT: aKTUBHOE BEW|ECTBO:
3Kynmu3symat 10,0 mr

Onucanue: Mpo3pauHbiit GeCLBETHDIN PACTBOP.

Mokasauua K npumenennio: Mpenapat Connpuc’ NokasaH AnA neyeHna 60bHbIX ¢: 1) MapoKcnamanbHoi HoUHoM remorno6uHypueit (MH).
JhheKTUBHOCTD NeKapCTBeHHOTo npenapata COMMPC® MOATBEPK/iEHA Y NALMEHTOB C reMOIM30M 1 COMYTCTBYIOLIVMI KNMHUYECKUMMA CUM-
NTOMamy, CBIAIETENbCTBYIOUMMY O BbICOKOI aKTUBHOCTY 360/1eBaHMA, BHE 3aBIUCVIMOCTI OT NOTPEGHOCTY B reMOTPaHCPy3UsX B aHaMHese.
2) ATUNWYHbIM FeMOUTUKO-YPEMUYECKUM CHAPOMOM (al'YC).

MNpoTnBonokasaxua: MoBbIUEHHaA YyBCTBUTENLHOCTb K IKy/M3yMaty, Gekam MbILIMHOTO MPOVCXOXKAECHIA N APYTAM KOMMOHEHTaM npe-
napara; Mepuop rpyAHOro Bckapmansanua. ina 6onbHbix MHI: AkTueHas nHekuma Neisseria meningitides; OTcyTcTBIe BaKUMHALMM NPOTIB
Neisseria meningitides. [ina 60nbHbix al'YC: (CM. NONHYI0 BEPCUIO UHCTPYKLMM).

C 0CTOPOXKHOCTBIO: YuuTbiBaA MeXaHM3M AeiiCTBUA NpenapaTa CoNMPUC’, OH JOMKEH C OCTOPOXKHOCTbIO Ha3HaUaTbCA BOMbHBIM C aKTUBHBIMI
CUCTEMHBIMI MHdEKLMAMMN. Y GONIbHBIX C HAPYWEHMAMIN GYHKLWN NeYeH B CBA3M C OTCYTCTBMEM KMHUYECKOTO OMbiTa.

TNpumeHenne npu 6epeMeHHOCTI 1 B NEPNOA FPYAHOTO BCKapMANBaKNA: He NPOBOAWNOCH KOHTPONMPYEMbIX NCCNIefioBaHII NpenapaTa
npu 6epemeHHOCTM.

Cnoco6 npuMeHeHNs 1 A03bI: BHYTDYBEHHO KanebHO B TeueHne 25-45 MUHYT JNA B3POCbIX U B TeueHue 1-4 YacoB ANA NaLMeHTOB feT-
ckoro Bo3pacTa. MHI: Kypc neuetna ana B3pocbix 6onbHbIX (CTaple >18 neT) BKAloYaeT 4-HeAeNbHblil HauanbHbIi LKA C NOCNeyoLmum
LMKINOM NOAAepXKUBatoLLEN Tepanun. HauanbHbii uikn: 600 mr npenapata Convpuc” 1 pas B HeAento 8 Teuerue 4 Hegenb. Mopaepxvsarowas
Tepanua- 900 mr npenapara Conupuc” Ha 5-oit Hegiene, ¢ nocnepyiowum seeaeHrem 900 mr npenapata Conupuc” Kaxable 14+2 aHeit. ina
6onbHbix MHI Mnagwe 18 net fo3a npenapata Convpuc’ onpefenaeTcs B 3aBUCUMOCTY OT Beca pebeHka. [lnA 60nbHbix alYC - cM. NonHyio
BEPCMI0 MHCTPYKUWN.

BeepeHue JononHUTeNbHOI A03bl Npenapata Conupuc mpebyemca 8 cyyae npogedeHus naasmacgepesa, 0GMEHHOTO NePennBaHNA NAasMbl
W 6/1UBAHUS CBEXe3aMOPOXEHHOU NAIa3Mbl:

No6ouHoe peiictBue: Hanbonee yacTbiM HexenaTeNbHbIM ABNEHNEM NPU NeyeHnN 3Ky M3ymabom aenanack ronosHas 6onb (oTmeuanacs,
TN1aBHbIM 06pa30M, B HauanbHOM LuKne Tepanii). Hanbonee Taxenbim HexenaTeNlbHbIM ABNIEHMEM ABNANICA MEHUHIOKOKKOBBbIV cencic. Hapy-
LIEHIA CO CTOPOHbI KPOBY 1 IUMPATUYECKON CUCTEMBI: YaCTO - NeiikoneHus, TPOMBOLMTONeHNs, reMoni3*; HeyacTo - koarynonatis, arrio-
TUHALWA SPUTPOLITOB, HAPYWEHNUsA CBEPTBIBAHUA KOBY, aHEMMs, nuMdoneHns. lo6poKaUecTBeHHbIE, 310KaYECTBEHHBIE 1 HEYTOUHEHHbIE
HOBOOGPa30BaHNA: HewacTo — MUENoanCnnacTUYeCKIin CUHEPOM, MenaHoma. HapyleHnsi co CTopoHbl cepaua: HevacTo - owywerne cepue-
6ueHnA. HapyweHus co CTOPOHbI COCYAI0B: YaCTo ~ CHUXKEHME apTePUanbHOTO AaBneHus; HeuacTo — reMatoma, NoBbillieHie apTepUanbHOro
[IaBNEHs, 3710KAYECTBEHHAA TMNEPTEH3VA, <IPUMBLI» KPOBY, 3a60n1eBaHIA BeH. HapyuwieHs co CTOPOHbI APYriAX CUCTEM 1 OPraHOB, NHGeK-
LMOHHBIE 11 Napa3uTapHbie 3a6oneBaHys, 06LuMe PACCTPONCTBA 1 HAPYLIEHNA B MECTe BBE/EHS, IGOPATOPHbIE U NHCTPYMEHTANbHbIE JaHHbIe
11 4ONONHNUTENbHAA MHGOPMALIVA - CM. MOMHYIO BEPCHIO MHCTPYKLMM. OGOGLLIEHHbI aHaN3 JaHHbIX 110 6E30MacHOCTIA He BbIABUA Pa3nnIMit
npoduna 6esonacHocTn y Aeteit 8 Bospacte ot 11 4o 18 net 1 B3pocnbix 60bHbIX MHI. Y feTeit Hanbonee YacTo oTMeyanach roosHas 6onb.
Mepenosmposka: Cyyan nepeo3npoBKA 3KyN3yMata HeM3BeCTHb.

B3aumopeiicTBIe C ApYTiMY leKapCTBeHHbIMM NpenapaTamu: Mpenapat Conmpuc® AONycKaeTcA cMelumnBaTh TOIbKo € 0,9% PacTBOPOM HaTpua
xnopuaa, 0,45% pacTBOPOM HaTpUA XNopuaa UK 5% pacTBOPOM AEKCTPO3bl (FAIOKO3bI) ANA UHBEKLNA.

Ocobble ykasaHus: MpumeHeHue npenapata COMMPUC® JOMKHO MPOBOAUTLCA MO HablofieHnem Bpaya. He BBOANTb NpenapaT BHyTPUBEHHO
CcTpyiHO! ConnpC® He OKa3blBaeT BIUAHUA Ha anNacTUYeCKMil KOMMOHEHT aHemiy y 60nbHbIX MHI. MeHUHroKOKKOBaA NH EKLUA: MexaHU3M
neiicteuA npenapata Conupuc’ NpefnonaraeT NOBbiLLEHNe PUCKA Pa3BUTIA MEHVHTOKOKKOBOI MHOekLmK (Neisseria meningitidis) Ha dote
€ro NpuMeHeHus. [ Toro, YTo6bl yMeHbILITL BEPOATHOCTb MHGULNPOBAHNH, BCeM GONbHBIM HEOGXOANUMO MPOBOANTL BAKUMHALMIO NPOTUB
MEHIHIOKOKKa 3a 2 Hefjen 10 NpumeHenua npenapata Convpuc’. Hanbonee npeanoytuTenbHa KOHbIOTMPOBAHHaA TETPABANEHTHasA BaKLMHA
npotus cepotunos A, C, Y nW135. Bce 60onbHbIe 4OMKHbI GbITb TPOMHGOPMUPOBAHDBI O PAHHIX CUMITOMAX MEHUHIOKOKKOBOI MHGEKLNM 11 O
HEOBXOMMOCTI HEMe[J/IEHHO 0BPATUTHCA 33 MAVLIHCKOI NOMOLLbIO.

JlabopamopHeiti KoHmMposte npu ederuu [THF: Y 6onbHbix [MHI Ha goHe neyerus npenapamom CONMPUC” ANA KOHTPONA BbIPKEHHOCTIA BHY TPUCO-
CYAMCTOTO remonn3a HeOBXOAMMO ONpPefieNeHIe aKTBHOCTIA NTaKTATAETAPOreHa3bl B CbIBOPOTKE KPOBI.

IMpexpauerue neyerus 6obHbix [THI: BonbHble, ANA KOTOPbIX Tepanua npenapatom Conupuc’ 6bina NpekpaLLeHa, A0MKHbI HaXOAUTLCA NOA Me-
AVUMHCKAM HabMlofieHreM 1A obecrieyeHma KOHTPONA 3a NHTEHCUBHOCTbIO BHYTPUCOCYANCTOrO reMoninza.

(Dopma Bbinycka: KOHLEHTPAT AnA NPUroTOBAEHUA PacTBOPa ANA MHGY3Hi 10 Mr/mn.

Yenosua xpaHeHua: B 3awiuieHHOM OT CBeTa MecTe, pu TemnepaType oT 2 A0 8 °C, He 3aMopaXiBaTb. XpaHuTb B HEAOCTYNHOM ANA AeTeit
MecTe.

Cpok rogHocT: 2,5 rofja

Yenosua otnycka: OTNycKaioT Mo pewenty.

HasBaHue u appec 10pyaNYECKOro LA, Ha UMA KOTOPOTO BbIAAHO PErnCTPaLMOHHOe yaocToBepeHue (Bnapeney PY): Anekcio
®apma VHTepHewn Capn,

Aseio Ao TpnbyHans Gepepant 34, 1005 JlosaHHa, LLiseiuapus.

MonyunTb AONONHMTENbHYIO MHGOPMALMIO O NPenaparte, a Takke HaNpPaBUTb CBOW NPETEH3NM U NHGOPMALVIO O HEXeNaTebHbIX
ABNEHMAX MOXHO no cnegytowemy agpecy B Poccun: 000 «AnekcuoH Gapmay, 143421 Mockosckas 06racTb, KpacHoropckuit paio, 26
KM aBToaopory bantua

Bu3Hec ueHTp Pura JaHa, Bnok b 3Tax 2

Ten.: (495) 2801701
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