COOTBETCTBYET SKCTIEPTHOMY OTUETY

OBIIASI XAPAKTEPUCTHKA I KAP%E%?‘?FF)EHEJHXM’FA

1. HAUMEHOBAHHUE JIEKAPCTBEHHOI'O ITIPEITAPATA
JIEMKOCTUM, 600 mkr/mn (60 mua ME/Mi), pacTBOp is BHYTPHBEHHOTO M IIOJKOMKHOTIO

BBCIACHU.

2. KAYMECTBEHHBIN U KOJIMYECTBEHHBIN COCTAB

JleiicTByromee BemecTBO: (PUITPACTHM.

Kasxxnprit M1 pactBOpa AJis BHYyTPUBEHHOT'O U MOJKOXKHOTO BBeeHust cojepxxut 600 mMxr (60 Mt
ME) ¢unrpactuma.

Kasxnprit mmpurr ¢ 0,5 Mo pactBopa cogepkut 300 Mxr (30 mua ME) dunrpactuma.

Kaxxasiit mmpur ¢ 0,8 mi pactBopa cogepkut 480 mkr (48 mian ME) ¢punrpactuma.

Kaxnpriii paakon o6sémom 0,5 M copepxut 300 mxr (30 M ME) ¢punrpactuma.

Kaxnapiit piaxon o6bpéMom 0,8 M cogepxut 480 mkr (48 M ME) ¢unrpactuma.
BcnomoraTenbHble BelecTBa, HaJM4YKME KOTOPBIX HAJ0 YUYUTHIBATH B COCTABE JIEKAPCTBEHHOTO
npenapara: Hatpuid (cM. pazzaen 4.4.).

[TonHbIi epedyeHb BCIIOMOTaTeIbHbIX BEIIECTB MPUBEICH B pasaene 6.1.

3. JEKAPCTBEHHAS ®OPMA
PactBOp 1151 BHYTPUBEHHOI'O ¥ IIOJKOKHOI'O BBEICHUS.

[Tpo3paunblii OeCLIBETHBIIN MU CBETIIO-’KEITOTO I[BETA PACTBOP.

4. KIMHUYECKUE JAHHBIE
4.1. lloka3zanus K NpUMEHEHHI0
Ipenapar JIEMKOCTHM moka3aH k IPUMEHEHHIO y B3POCIBIX H J€TeH 110 TTOKA3aHHAM:

e HelTpornenus, pedpunbHas HEUTPOTICHUS y MAIIMEHTOB, MOTYYAIOMINUX IIUTOTOKCHYECKYIO
XUMHUOTEPANHIO IO TOBOJY 3JIOKAYECTBEHHBIX HOBOOOpPa30BaHUM (32 HCKIIOYCHHEM
XPOHUYECKOTO MUENOUJHOTO JieiKko3a (MHenoNeiiko3a) M MHENIOAUCIIIaCTHYECKOTO
CUHAPOMA), C IENbI0 CHWKEHUS JIUTEIILHOCTH HEUTPONEHUU M 4acTOThl (peOpHIIbHOM
HEHUTPOIICHUH;

e HEUTPOICHMsI y TAIMEHTOB, MOTYYAIONIUX MUET0a0JaTUBHYIO TEPAMHUIO C TTOCIIEIYIONeH
TpaHCIUIaHTaMEN! KOCTHOTO MO3Ta, C MOBBIIIEHHBIM PUCKOM Pa3BUTHSI TPOIOJIKUTEIBHON
Y TSKEJIOW HEUTPOIIEHUH, C LEIbI0O CHUKEHHUS JJIUTEIIbHOCTH HEUTPOIICHHH;

e MOOWIM3aIMs KIETOK-TPEIIECTBEHHUKOB TEeMOMo33a Mepuepuueckoil KpoBU Y

ManucHTOB, IMMOJYy4YaromuX MHUCITOCYIIPECCHUBHYIO HIIN MI/IeJ'I036J'IaTI/IBHYIO TEpaIurw C
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(I'CK);

e MOOWIM3alUs KIJIETOK-TPEIIIECTBEHHUKOB TEMOIod3a nepupepuyeckod KpoBH Y
3/10pOBBIX JOHOPOB MEpe] ANIOTeHHOM TpaHCIIaHTAIlMe FeMOMO3TUYECKUX CTBOJIOBBIX
kierok (I'CK);

® TsDKeNas BPOXKAEHHas, LUKIMYecKas WM MIuolaTHuYecKas HEeHTpomneHus (aOcomoTHOe
gpcno HeiTpodunos (AUH) < 0,5 x 10°/1) y mHauMeHToB ¢ TSKENBIMH MM
pPEeLUIUBUPYIOIIUMH HHPEKIMSIMU B aHAMHE3€, C LIEJIbI0 YBEITMUSHHS YnCIla HEUTPOPHIIOB
Y CHI)KCHHUS YaCTOTHI U TIPOJOIDKUTEIBHOCTY MH(PEKIIMOHHBIX OCTIOXHEHUH;

e croiikas Heiftponenus (AUH < 1,0 x 10°/n) y manueHtoB ¢ pa3BepHyTOil cTaimeil
MH(pEKINY, CBSI3aHHOW C BUpycOoM HMMYyHonaeduumra yenoBeka (BUY-undexkuun), c
IENBI0 CHIKEHHUSI pUCKA OaKTepHaTbHBIX MH(EKIIHIA IIPH HEBO3MOXHOCTH HCITOJIb30BaHHS
JPYrux cnoco00B KOPPEKLUU HEUTPOIICHUH.

4.2. Pe:kum 103MpPOBaHUS U CIIOCOO MPUMEHEeHU

Tepanmio mpenapatom JIEMKOCTHUM HE06X0OZMMO MPOBOJMTH TOJIBKO COBMECTHO CO
CHEHAJINCTaMU OHKOJIOTUYECKOTO LIEHTPA, UMEIOIIUMHU ONBIT MPUMEHEHUS TPaHYJIOLUTAPHOIO
KosloHnectumynupytomiero ¢akropa (I'-KC®) u nedeHuss remarosornyeckux HapylleHUH, a
TaKXKe IpU HaIMYUM HEoOXOAMMOro JUarHocTudeckoro obopynoBanus. IIponenypsi
MoOunm3anuu M adepe3a  JOJKHBI  BBIIOJHATHCS COBMECTHO CO  CIEUUAIMCTaMU
OHKOTe€MaTOJIOTHYECKOTO IIEHTPa, UMEIOIUMU HEOOXOAUMBIN OIBIT B JaHHOU cdepe, a Takke B
YCIIOBHSX, TO3BOJISIFOIIMX OCYHIECTBUTH MPABUIBHBI MOHUTOPUHI KJIETOK-TPEANIECTBEHHUKOB
reMoI033a.

PexxuM 103upoBaHus

Llumomokcuueckasn xumuomepanus

Pexomenyemas no3a npenapara JEMKOCTHUM cocrapnser 5 mxr (0,5 mumn ME)/xr/cyr. Ileppas
no3a mpenapata JIEMKOCTHUM nomkHa BBOJMTHCS HE paHee ueM depes 24 waca mocie
LUTOTOKCUYECKON XuMHUoTepanuu. B paHIOMHU3MpPOBAaHHBIX KIMHUYECKHX HCCIIEIOBAHUIX
HCIIONB30BAIOCh MOJKOKHOE BBeeHHe mpemapata B no3e 230 mxr/m> B cyTku (4,0-8,4
MKT/Kr/cyT). ExkeTHeBHbIE BBeIeHUS ITpernapara JEMKOCTUM HEO00XO0UMO MPOIOIKATH JI0 TEX
1op, MOKa YKUCIO HEUTPO(HUIOB HE MPEBBICUT OXHMJAEMbIi MUHUMYM U HE BOCCTaHOBHUTCS 0
HOPMAaJIbHBIX 3Ha4YeHMM. [locie npoBeneHns cTaHAapTHON XMMHOTEPAUU COIMIHBIX OIyXOJIEH,
auMboM U TUMPOJEHKO30B, OXHAaeMas JIUTEIbHOCTh TEPAlUH 10 JTOCTHKEHHUS YKa3aHHOIO
s dexra cocrannser 10 14 nueit. [lociae MHAYKIIMOHHON M KOHCOJIMIAIIMOHHOMN T€paruu OCTPOro
MUeNoJNeiiKo3a AIUTEIHOCTh Tepauyi MOXKET 3HAYUTENbHO yBEIMYUBAThCS (10 38 nHeil), B

3aBUCHMOCTH OT BUJA, 1036l U PEKUMA UCIIOIb30BABIIEHCS [IUTOTOKCUYECKON XUMHOTEpanuu. Y
2



COOTBETCTBYET 2KC __ EPTHOMY OTUETY

a7 03.09.2025 Ne 22034
T N4 N5 ¥ I3
oT U U5 2085 M 220

inoc OBA HOCTE 0003
IIaITME€HTOB, HOJ‘Iy‘IaIOHH/IX HHTOTOKCquCKyIO XI/IMI/IOTGDQTJ’/IR)?' %&XB&IH@%BHJEG‘HHE'QHCH&

HeHTpo(uIoB OOBIMHO oOTMedaeTcst yepe3 |—2 mHSA mocie Hayala Tepanud MpernapaTom
JIEMKOCTHM. OpHako [ist JOCTHXEHHS CTAaGMIBHOTO TepareBTHIecKoro >3ddexra Teparmio
nperaparoM JIEMKOCTHM He crielyeT NMpeKpamiaTh 1O OKOHYAHMS OXKHIAEMOrO MEepHOAA
MUHUMAJIBHOTO YUCIIa HEUTPO(UIOB U BOCCTAHOBIICHUS MOKa3aTems 1O HOPMAIbHBIX 3HAUCHUH.
[IpexneBpemMeHHass OTMEHa Tepanmuu (QUITPACTUMOM [0 OKOHYAHMS OXKHIAEMOTO IepHoAa
MUHUMAJIBHOTO YHCiIa HEUTPOPHUIOB HE PEKOMEHTYETCSL.

Iayuenmol, nomyyaswiue MueroabIAMuUeHyl0o mepanuio ¢ nociedyroujelti mpaucnianmayueri
KOCMHO20 M032a

PexoMeHITyeMasi HadanmpHas no3a mpemapata JIEMKOCTHM cocramser 10 mxr (1,0 mun
ME)/xr/cyr. Ilepsas no3a npenapara JJENKOCTUM fomkHa BBOAUTECS HE paHee ueM uepes 24
yaca 1Mocje IIUTOTOKCHYECKOW XMMHUOTEepanuy U He paHee ueM uepe3 24 yaca mociie uHpy3uu
KocTHOro Mo3ra. [locne ucreuenus neproaa MUHUMAIBHOTO YHCIa HEUTPO(HUITIOB CyTOUHAs 1032
npenapara JJEMKOCTUM Tutpyercs B COOTBETCTBHH C OTBETOM HeHTpoduiIos (cM. Tabmuiy 1).

Ta6auna 1. TurpoBanue cyrousoii 1036l npenapara JJEHUKOCTUM B cOOTBETCTBHH C OTBETOM

HEUTpPOPHUITIOB
AOCOIOTHOE YUCJI0 HeHTPO(PunI0oB Koppeknusi 10361 npenapara
JEAKOCTUM
> 1,0 x 10°/1 B Teuenme 3-x mocienoBaTeNbHBIXCHU3UTH 103y npenapara JEMKOCTHUM
THEeH imo 5 mkr (0,5 mitH ME)/kr/cyT
Ecau AUH ocraercs Ha yposHe > 1,0 x 10 %/ OTMEHUTD Teparmo IperapaToM
B TeUEHUE 3-X MOCIIEI0OBATEIbHBIX THEN JIEMKOCTHUM

[pu cumkennn AYH < 1,0 x 10°/1 B Tedenue nepuoja Tepamuu 103a npenapara JJEMKOCTUM

JOJIXKHA ObLITh BHOBB YBEJIMYCHA B COOTBETCTBUU C IPUBCACHHBIMU BBIIIC STallaMU

Mobunuzayus cemonosmuieckux Kiemok-npeouleCmeeHHuKos uz nepughepuyeckoil kposu (KIII
IIK) y nayuenmos, nomyuarowux MueioCynpecCusHylo Uil Mueioabiamusiyo mepanuin ¢
nocuedyiowel aymoioSuyHou mpancnianmayueli 2eMonosmuyeckux cmeonosvix kiemok (I'CK)
Pexomermyemas no3a npemapara JJEMKOCTUM st moGmnusauuu KIIT TIK mpu nmpuMeHeHnn
B BuJie MoHOTepanuu coctasisieT 10 Mkr (1,0 mitH ME)/kr/cyT B Teuenue 5—7 nocnenoBaTenbHbIX
nHei. Cpoku npoBesieHus Jeiikadepesa: oJHON WM ABYX Hpolenyp Jeiikadepeza B 5 u 6 qHH
0OBIYHO JJOCTAaTOYHO. B Apyrux ycaoBUAX MOXET MOTpeOOBATHCS MPOBEACHHUE TOTIOJHUTEIBHBIX
npoueayp jeiikabepesa. Teparmio mpenaparom JIEMKOCTUM He06X0ZHMO MPOLOKATH [0
MOCJIETHEH MPOIIeAYPHI Jehikadepesa.

Pexomengyemas mo3a mnpemapara JIEMKOCTUM nans mobummmsamum KIIT TIK  mocne

MUEIOCYNPECCUBHON XUMuOTepamuu coctapisieT 5 Mkr (0,5 Mo ME)/kr/cyT, HaunHas ¢ iepBoro
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Yuclia HEUTPOHUIIOB, a TAK)KE BOCCTAHOBIICHHS ITOKA3aTells 10 HOPMAIbHBIX 3HAUCHUH.
Jleiikadepe3 cienyer BBINONHITH B TEUCHHE Meproja, korna 3Hadenwss AYH Haxomsatcs B
ananazoHe ot < 0,5 x 10°/m mo > 5,0 x 10°/n. Jlns manueHToB, He MOJTy4YaBIINX WHTEHCUBHOU
XUMHOTEpanuy, 4YacTo JOCTATOYHO OJHOM mporeaypbl Jneiikadepesa. B apyrux curyanmsx
PEKOMEHIyeTCsI POBEIEHNE AOTIOJIHUTENBHBIX MPOLeAyp Jielikadepesa.

Mobunuzayusa KIII' I[IK y 300posvix 0oHopoe neped annocennou mpaucnianmayueti I CK

Hns moowmmzaruu KIIIN TIK y 3m0poBBIX TOHOPOB TIpenapar JIEMKOCTHUM [05KeH BBOIUTHCS
B o3¢ 10 Mkr (1,0 mita ME)/kr/cyT B TeueHue 4—5 mocinenoBareabHbIX JHEH. JIelikadepes nomkeH
OBITH HAUYaT HA MSATHIN JIEHb U MPOJIOJDKATHCS JI0 MIECTOTO JIHS, MPU HeOOX0IUMOCTH, 10 3a00pa
4 x 10° CD34" k1eToK/Kr Macchl Tela PElUIHUEHTa.

Tayuenmul ¢ msxicenoi 8poOHCOEHHOU, YUKIUYECKOU UIU UOUONAMULECKOU HellmponeHuell
Bpoxxnennas HeilTpomeHus: peKOMeHIyeMas HadalbHas no3a cocraBiseT 12 mkr (1,2 muH
ME)/kr/cyT ¥ BBOOUTCS OJTHOMOMEHTHO JHOO pa3/eisieTcsi Ha HECKOJIBKO BBEICHHIA.
WNnuonaTuyeckas win MUKINYECKass HEUTPOIICHUS: PEKOMEHyeMasi HadallbHas 1032 COCTaBIISET
5 mxr (0,5 mua ME)/kr/cyT U BBOAMTCS OZHOMOMEHTHO JMOO pa3ieisieTcss Ha HECKOJIbKO
BBEICHUH.

Koppexuusi 003wt

[Ipenapar JIEMKOCTHM [omKeH BBOAMTBCS ©KEIHEBHO, MOAKOXKHO, A0 MOCTHXKCHHSA M
BO3MOKHOCTH TIOJIIEP/KAHKS YicIa HelTpodmIos Ha ypoBHe > 1,5 x 10°/11.

[Tocne moctukeHUs OTBeTa MOAOMpaeTCss MUHUMalbHas () PeKTUBHAS 1032, 00ecreunBaromas
ero nojjepkanue. JlnuTenbHas e€XeJHEBHAs Tepanus HeoOXoAuMma I MOJAJEp)KaHUs 4ucia
HeUTpoUIOB Ha anekBaTHOM ypoBHe. [Tocne 1-2 Henmenp Tepanuu HadaabHAs 1032 MOKET OBITh
YBEJIMUYEHA WM YMEHBIIIEHA B 2 pa3a B 3aBUCUMOCTHU OT OTBETa NalueHTa. B nanpHeimeM no3a
MOXXET KOPPEKTHUPOBATHCS MHAMBUAYAJbHO KaKaple 1—2 Hemenu Juisl MOANEP:KaHUSI CPEIHEro
ypcna HelTpoduios B auanasone ot 1,5 x 10%/1 go 10 x 10°/1. Pexumsl, IperycMaTpUBaIOIIHe
Ooee OBICTpOE YBENMYEHHE JO3BI, MOTYT pPAacCMAaTPUBATBHCA Y TMAIUEHTOB C TKEIBIMUA
uHpeKMsIMH. B KIMHUYecKux ucciuenoBaHusXx y 97% OTBETHBIIMX MAllMEHTOB IOJIHBIA OTBET
OTMeYaJics MpU MPUMEHEHHH TNpernapara B A03aX < 24 MKI/KI/CyT. be3omacHOCTh JIUTENbHOM
tepanuu npenapatrom JIEMKOCTUM B fo3ax Beime 24 MKI/KI/CYT y TAIMEHTOB C TSKENON
xponnueckoi Hertponenueit (TXH) He yctaHoBIeHa.

Hayuenmor ¢ BUY-unghexyueti

C yenvio Kynuposanus Heumponeruu

Pexomenayemass HavanbHasg J03a mpemnapara JIEMKOCTHM cocrasmsier 1 MKr (0,1 muH
ME)/kr/cyT ¢ mocnenyroomuM TOCTENEHHBIM TOBbIIeHHEeM a0 Makcumym 4 wmkr (0,4 muH
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2,0 x 10°/1). B KIMHMYECKUX HCCIeNoBaHHAX y > 90% NalMeHTOB OTMeYalcs OTBET IIPH
NPUMEHEHUH TpernapaTta B yKa3aHHBIX J103aX, YTO MO3BOJISUIO KOPPEKTUPOBATH HEUTPOIICHHUIO B
TeyeHue 2 aHel (Meauana). Y HeOosblioro konudectBa manueHToB (< 10%) TpeboBanoch
npuMeHeHne npenapata B 103ax 10 10 mkr (1,0 mima ME)/Kr/cyT uist KOppEKIIMU HEHTPOTICHUH.

Jlns nooddeparcanusi HOPMAIbLHO20 YUCAA HeUmpo@duios

[Tocne KOppeKIuu HEUTPONICHUH HEOOXOAUMO ONpEeACTICHIHEe MUHIMAIBHON Y (EKTHBHOM 03I,
HEoOXOIUMOM ISl MOJIep KaHUsT HOPMAJIbHOTO uucia HeWTpoduioB. B kauecTBe HauanbHOU
KOppekuu 10361 pekomenayercs no3za 300 mkxr (30 mua ME) B cyTku, BBoguMas yepe3 JICHb.
MoskeT noTpeGoBaThCsl TOMOIHUTENbHAST KOPPEKIHS 036l B 3aBUCHMOCTH OT 3HaueHnid AUYH y
nanpeHTa Ui HOJUIepKaHus uKucla HeHTpoduioB Ha yposHe > 2,0 x 10°/1. B xnuHHuecKnX
HCCIIeI0BaHMUAX ObIIIO HE0OX0 MO BBeAieHue npernapata B 103¢ 300 mMxr (30 Mt ME) B cyTkm 1—
7 pa3 B Hejielto 1 noajepxkanus 3HadeHuid AYH Ha ypoBhe > 2,0 X 10%/n MIPU MEIMAHE YaCTOTHI
BBEJICHUS IIpenapara, cocTaBuBliell 3 pa3a B Heaemo. JlnuTenbHas Tepanus MOMKET
noTpe6oBaThCs I MOAAepKaHUs 3HaYeHuH Ha ypoBHe AUH > 2,0 x 10°/11.

Oco0nle I'pYHIIBI MAIIMCHTOB

Tlayuenmwi noowcunozo o3pacma
B knuHMueckue wccnenoBaHus (QUITpacTEMa OBUIO BKJIIOYEHO HEOONIBIIOE KOJIWYECTBO
MAlEHTOB IOKUJIOTO BO3pAacTa, OAHAKO CIEHHMAIBHBIX HCCIENOBAHWM B JTAHHOM BO3PACTHOMU
Ipynmne He NpPOBOAMIOCH, M IO3TOMY HEBO3MOXKHO JaThb KOHKPETHBIE PEKOMEHAALMU II0
JIO3UPOBAHUIO MIpernapaTa y JaHHON NOMyJIsLUN.
Tayuenmol ¢ HapywenusMU QYHKYUU NOYEK U/UNU NeYeHU
B uccnenoBanmsx ¢uiarpactuma y MAIEHTOB C TSOKEIBIM HAapyHIeHHEM (DYHKIUHM MOYEK HIIH
neyeHH  OBUIO  [MOKa3aHO, YTO  JIAaHHBIM  [permapar  XapakTepu3yeTcs  CXOIHBIMU
(bapMaKOKMHETHUECKUM U (papMaKOAMHAMHYECKUM MPO(UISIMU C TEMHU, KOTOPbIE OTMEUYAIOTCS Y
MAIMEHTOB C HOPMAJbHBIMU COOTBETCTBYIOIIMMHU ToKa3aTeisiMu. Koppekuun 1036l y TaHHBIX
MaIlMEeHTOB He TpeOyeTcsl.

eTH
Jlemu ¢ TXH u 310xa4ecmeeHHbIMU ONYXOIAMU
B nporpamme uccnenoBanuss TXH 65% mnauuentoB Obuin Muaame 18 mer. DddexTuBHOCTDH
Tepanuy B JAaHHOW BO3PACTHOW IpymHIe, KOTOPYIO MPEUMYIIECTBEHHO COCTAaBUJIM MALUEHTHI C
BpPOXKJIEHHON HeWTporeHuei, Obula odeBHMIHA. Pa3nuuuss B OTHOLIEHWH O€30MacCHOCTH MpU
OpUMEHeHUH Tpenapata y nerei, crtpagaBmux TXH, He 3aduxcupoBaHo. Pe3ymbraTsl
KIIMHUYECKUX HWCCIEAOBaHUN (QuiarpacTuMa y JeTed TMOoKaszald, 4YTo ero Oe30macHOCTh U
3¢ PeKTUBHOCTh aHAIOTUYHBI KaK y B3POCIBIX, TaK U y AETEH, MOTYYaIOIINX ITUTOTOKCHYECKYIO
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B3POCIJIBIX, MOJYHAOIHUX MUCIIOCYIIPECCUBHYIO HUTOTOKCHUYCCKYIO XUMUOTECPAIINIO.

Cnoco0 nmpuMeHeHust

Llumomokcuueckas xumuomepanus

[Ipenapar JEMKOCTUM mosxer BBOJIMTLCI €XKEIHEBHO B BUAE MOMKOXHONH HHBEKIIUU WU
BHYTPUBEHHOW MH(Y3uH (mocie pa3BeaeHus 5% pacTBOPOM JEKCTPO3bl, B TeueHue 30 MHUHYT)
(cm. pazzen 6.6.). B OonbIIMHCTBE CiTy4yaeB MPEANOUYTUTENHFHO TTOIKOKHOE BBEICHHE TIperapara.
B pamkax uccrienoBaHus OHOKPATHOTO BBEACHUS ObUIM MOJYYEHBI JOKA3aTeNbCTBAa TOTO, YTO
BHYTPUBEHHOE BBEJICHHE TMpernapara MOXET YKOpauyuBaTh MAJIUTENBHOCTh ero 3ddekra.
Knunudeckass 3HaYMMOCTb H3THUX JAHHBIX TPUMEHUTEIIBHO K MHOTOKPAaTHOMY BBEIEHUIO
npemapara HescHa. BbpIOOp crmocoba BBeJCHHS TMpemnapara 3aBHCHT OT WHAWBHIYATbHBIX
KIIMHUYECKUX 00CTOSITENBCTB.

Hayuenmoi, nonyuasuiue MmuenoadbramusHylo mepanuio ¢ Nociedyroujeli mpaHcnianmayuer
KOCMHO20 Mo32d

Ipenapar JIEMKOCTHM MoxeT BBOJMTBCS IOCPEACTBOM BHYTPHBEHHON HH(Y3HH
JUTTENBHOCTHIO 30 MUHYT min 24 daca 00 MOCPEACTBOM JITUTEIBLHOMN MOAKOKHOW HH(Y3UHU B
Teyenne 24 uacos. Ilpemapar JIEMKOCTUM neob6xomumo paszsectd 20 mi 5% pacTBopa
JEKCTPO3bI (CM. pazzen 6.6.).

Mobunuzayusa KIII' [IK y nayuenmos, noayuarouux MueiocynpecCusHyio uiu Mueioadiamuetyo
mepanuio ¢ nocieoyiowel aymonozuyrou mpancnianmayueti I CK

Ipumenenue npenapama JIEUKOCTHUM ons mobunuzavuu KIT TIK npu monomepanuu

Ipenapar JJEMKOCTUM MosKeT BBOAUTHCS MOCPEACTBOM JUTHTEIIBHON TI0KOKHOM HHY3HH B
Te4deHUe 24 4acoB WMIIM IOCPEACTBOM IOJKOXHON HHBEKIUH. i MH(Y3MOHHOTO BBEICHHS
npenapar JJEMKOCTUM neo6xoaumo passect 20 M1 5% pacTBopa JIeKCTpO3bl (CM. pasze
6.6.).

Ipumenenue npenapama JJEUKOCTHUM ons mobunuzavuu KIIT IIK nocie muerocynpeccughoil

Xxumuomepanuu

Ipenapar JIEMKOCTVM nomkeH BBOAUTBCS TIOCPEICTBOM TIOIKOKHOMN HHBEKIIHH.
Moobunuzayus KIII' I1K y 300possix 0onopog nepeod annocennot mpaucnianmayueti I CK
[Ipenapar JEMKOCTUM JIOJ>KEH BBOJIMTHCA MOCPECTBOM MOJAKOXKHON MHBEKIIHUH.
Tayuenmul ¢ msascenoi 8poHCOEHHOU, YUKIUYECKOU UIU UOUONAMUYECKOU HellmponeHuell
Ipenapar JIEMKOCTVIM f0mKeH BBOIUTBCS HOIKOXKHO.

Hayuenmoi ¢ BUY-unghexyueti

Koppexyus netimponenuu uau nod()epofcaHue yucaa Heﬁmpod)wzoe HA HOPMAJIbHOM YPOBHE

[Ipenapar JIEMKOCTUM JIOJ>KEH BBOJIMTHCSA MOCPEIACTBOM MOJIKOKHBIX WHBEKIIHI.
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WHCTpyKIMIO 1O TMPHUTOTOBJICHUIO JIEKAPCTBEHHOI'O TpernapaTa mepel NMPUMEHEHHEM CM. B
paznene 6.6.
4.3. [IpoTuBONOKA3AHUSA
e ['unepuyBCTBUTENHHOCTh K (uarpactumy, mdIrGuiarpacTUMy WIHA K JHOOOMYy U3
BCIIOMOTaTeNbHBIX BEUIECTB, IEPEUNCICHHBIX B pa3aene 6.1.
e [unepuyBCTBUTENBHOCTh K albOYMHHY M KOMIIOHEHTaM KPOBU B aHAMHeE3€ B CIIydasx
no00aBIeHNS ATbOYMUHA B PACTBOPHI JUIsI BHYTPUBEHHBIX HH(DY3HMA.
e Tsxenas BpOXAEHHAas HEUTPONEHMsI, CBUAETEIbCTBYIOIIAS O PA3BUTHUM JielKo3a JHOO
MIPU3HAKOB JICHKO3HOH TpaHcdopmariuu (cM. pazzaen 4.4).
e OwIrpacTUM HE JOJDKEH OBITh UCIIONB30BaH C IETbI0 YBETHUCHHS /103 IIATOTOKCHIECKUX
XUMHOTEPAIEBTUIECKHUX MPETIapaToB.
e bepeMeHHOCTH U NEPHO IPYAHOIO BCKapMIMBaHus (cM. pazzaen 4.6.).
4.4. Oco0ble yka3aHusi 1 Mepbl MPeI0CTOPOKHOCTH MPH MPUMEHEHNH

IIpocnexnBaeMoCThb

B OCIIX YIIYUIICHUS IIPOCICIKUBACMOCTHU OMOJIOTNYECKUX JICKAPCTBCHHLIX IIPCIIapaTOB CICAYCT
PErucTpupoBaTb HAMMCHOBAHUEC W  CCPHUIKO BBCACHHOI'O IIp€liapara B MG,Z[I/II_II/IHCKOI‘/'I
JOKYMCHTAllUU.

C 0CTOPOKHOCTEIO

Cremyer coGMonaTh OCTOPOXKHOCTH MPH HasHaueHuu mpenapata JIEMKOCTHUM crenyromum
KaTeropusM NaleHTOB:

®  C CEpIOBUIHO-KIETOUYHOU 00JIE3HBIO;

® C CEpIOBHUIHO-KJIETOUYHBIMH IIPU3HAKAMY;

e C 3a00JIeBaHUAMH KOCTEH (BKIIFOYAsi OCTEOTIOPO3);

® C OCTPbIM BTOPUYHBIM MUEI0IEHKO30M (BBUY OTPAaHUYEHHBIX TAaHHBIX 10 O€3011aCHOCTH

u 3¢ exTuBHOCTN);
® [I0JIYYaBIIUM BBICOKOJO3HYIO XUMUOTEPAIIUIO.

Oco0ble yKa3zanus

Ocobvie ykazanus u mepvl NPedoCmopoICHOCMU OISl 6CeX NOKA3AHUL

FMneDllV6cm€l/lmeﬂbHOCWlb

VY nmanueHToB, NOTyYaBIIMX TEPANUi0 (PUIATPACTUMOM BIEPBbIE WM MOBTOPHO, PETHCTPUPOBAIH
peaKIu TUTIEPIYBCTBUTEIHHOCTH, B TOM 4YHCIIe aHA(UIAKTUUECKUE PEaKIMH. Y TMalMeHTOB C
KIIMHUYECKH 3HAYUMOU THIePIyBCTBUTEIHHOCTHIO HEOOXOIMMO OTMEHUTD TEPAIHUIO IIPerapaToM

JEMKOCTUM Ge3 MOCIEAYIONEro BO30OHOBICHUs Tepanuu. He pomyckaercs BBeleHUE
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GuIrpacTUM WK IATQUITPACTHM.

Heoicenamenvhole peakyuu co cmopoHbl 1e2Kux

[Tpu npumenenun I'-KC® peructpupoBaiuch HexenaTeNbHbIE PEaKIIUA CO CTOPOHBI JIETKUX, B
YaCTHOCTH, MHTEPCTUIMATIbHAs 00Je3Hb JEerkux. boiee BBICOKMN PUCK MOXKET OTMEYaThCs Y
NannueHTOB, UMCIOIIIUX B HCAABHEM aHAMHE3C I/IH(i)I/I.HBTpaTBI JIETKUX WX NHEBMOHUIO. [TosBiieHne
CUMIITOMOB H&pynleHI/If/'I CO CTOPOHBI JICTKUX, B YaCTHOCTHU KalllJIA, TIOBBIIICHUA TEMIICPATYPhI TCJ1a
U OJBIIIKH, B COYETAaHWU C PEHTTEHOJOTMYECKUMH TMpU3HAKaMU HHOPWIBTPATOB JIETKUX U
yXyAleHueM QYHKIIH JETKUX MOTYT SIBIISITHCS paHHUMHU IIPU3HAKAMU OCTPOTO PECIIUPATOPHOTO
muctpecc-cuanpoma (OPIC). Tlpu sToM HEOOXOAMMO OTMEHHTH TEpANHI0 IpernapaToM
JIEMKOCTHM u Ha4aTh COOTBETCTBYIOILYIO TEPAITHIO.

FJZOM@DVJZOHed)DMm

Cnyyan riaoMepynoHeppuTa OTMEYAIUCh Yy MAIMEHTOB, MOJYYaBIIUX (UITPACTUM U
mrguirpactuM. OOBIYHO TIOMEPYIOHEDPHUT pa3pertancs Mocie CHIKEHUS 103bI UM OTMEHBI
Tepanuy (GUIATPACTUMOM U IIBTPHITPACTUMOM. PEKOMEHIyeTCsl MOHUTOPUHT TTOKa3aTee MOUH.

CMHODOM NOBbLIUEHHOU npoHuyaemocmu KanuijiAapos

[Ipu npumenenun [-KCD orMeuanuce ciyyam CHHIpOMa MOBBIIIEHHON MNPOHUIIAEMOCTH
KaIWJUISIPOB, KOTOPBIM IIPY HECBOEBPEMEHHOM Ha3HAUEHUU TE€paUH MOKET YIpOXKaTbh KU3HU U
XapaKTepU3yeTcsi pa3BUTHEM THUIIOTEH3WH, TUIIOATLOYMHHEMUH, OTEKOB U T€MOKOHIICHTPALIUH.
HeobxonuM THiaTenbHBI MOHUTOPUHT TAIIMEHTOB TMPH Pa3BUTHH CHMIITOMOB CHHApPOMA
MOBBIILIEHHOW TPOHUIIAEMOCTH KaWIUIAPOB; JAHHBIE AIIMEHThI JOJKHBI I10JIy4aTh CTAHAAPTHYIO
CUMITOMATUYECKYIO TepaInio, KOTopas MOXKET BKJIIOYAaTh MHTEHCUBHYIO TEpaIvio (CM. pa3zen
4.8.).

Cnaenomezanus u pa3povle CeNE3EHKU

VY nanueHToB M 340POBBIX JOHOPOB IOCIIE BBEJCHUS (QUIrpacTiMa OTMEYaINCh CIydau OObIYHO
0ecCUMIITOMHOM CIUIEHOMETAIMM M pa3pblBa CeNe3eHKU. B psane ciyyaeB pasphiB Cele3eHKU
COIPOBOKAAJICA JIETAIbHBIM UCX0A0M. [loaTOMy HEOOXOAUM TIATENbHBIA KOHTPOJIb Pa3MEPOB
Celle3eHKH (HampuMmep, MyTeM KIMHUYECKOro WM yIbTPa3BYKOBOTrO wHccienoBanus). Ilpu
MOSIBJIEHUU OOJIM B JIEBBIX BCPXHHUX OTACIAX KMBOTA WA IUICHYC Y TOHOPOB U (I/IJII/I) NanucHTOB
HEO0XOUMO PacCMOTPETh BO3MOKHOCTb pa3pbiBa Cele3eHKU. BbUIO MOKa3aHO, YTO CHM)KEHHE
71036l (puiIrpacTUMa 3aMeUIAI0 WM OCTAHABIMBAJIO MPOTPECCUPOBAHUE YBEIUUEHUS CEIE3EHKH
IPU TSDKEJION XpOHUUECKOW HelTporieHnH, a 3% mannueHToB NoTpedoBazach CIUIEHIKTOMHUS.

Pocm 310xkauecmeerHblX Kiemox

[-KC® crniocobeH cTUMyInpoBaTh pOCT MHEIOUIHBIX KIETOK in vitro, aHAJIOTUYHBIE 3(DPEeKThI

MOT'YT OTME€YAThCA B OTHOIICHHUU pAda HEMHUEIIONIHBIX KJICTOK in vitro.
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besonmacHocte ¥ A(pQPEKTUBHOCTH  NPUMEHEHUs  (QuiarpacTuMa y  THAIMEHTOB  C
MUEOIUCTIACTHYECKIM CHHAPOMOM WJIM XPOHHUYECKHM MHEJIOJICHKO30M HE YCTaHOBJICHBI.
QunrpacTuM He TMOKa3aH TMpPH YKa3aHHBIX cocTosHUAX. Criemyer coOmomate 0co0yro
OCTOPOXKHOCTH B JU((EepeHINATBHON TUArHOCTUKE OJIACTHOW TpaHC(HOPMAIMH XPOHHYECKOTO
MHEJI0JIEHKO03a OT OCTPOr0 MUEJNIOJIeHKO3a.

Ocmputil muenouonsiil aeuxos (OMJI)

C yderoM OrpaHMYCHHBIX JAHHBIX 1O 0e30macHOCTH H A(PPEKTHBHOCTH TPUMECHEHUS
¢wirpactuma ipu BropuaHbix OMJI, maHHBIH npenapar J0KeH MPUMEHSTBCS B 9TOH CHTYalluu
C OCTOPOXHOCTBIO. be3omacHocTh M 3(()EKTUBHOCTh NMPUMEHEHHUs (UWIrpacTUMa de novo 'y
narueHToB ¢ OMJI B Bo3pacte < 55 net ¢ OnaronpusitTHoM ruToreHeTukoun (t(8;21), t(15;17) n
inv(16)) He ycTaHOBIICHBI.

TDOM60MM7’}’ZOI’Z€HM}Z

Cny4an TpOMOOIIUTONIEHHH OTMEUYAIMCh y TMAlMEHTOB, MOJYYaBIIUX TEPAIUI0 (UITPACTHUMOM.
HeoOxoauMm TiiatenbHbI MOHUTOPUHT KOJHMYECTBA TPOMOOIIUTOB, OCOOCHHO B TECUCHHE MEPBHIX
HECKOJIbKUX HeJeNnb Tepanuu ¢uirpactTuMoM. CleayeT paccMOTPETh BOIPOC O BPEMEHHOM
OTMEHE WJIM CHIKEHHUHU J103bI (UirpacTuma y NaliMeHTOB C TSXKEJION XpOHUUECKOW HEHTponeHuel,
y KOTOPBIX OTMEYAeTCsl pa3BUTHE TPOMOOLMTONEHUH (CHMKEHHE KOJIUYECTBA TPOMOOIMTOB <
100 x 10%/m).

Jletikoyumo3s

Y Menee 5% mManmUEeHTOB CO 3JI0KAYECTBEHHBIMH ONYXOJSIMM, IOJYYaBIIUX TEparuio
¢unrpactumoM B n03ax Beime 3 MKI/Kr/cyT (0,3 muH ME/Kr/cyT), oTMe4anoch MOBBIIIIEHUE
KonuuecTBa neiikonuTos > 100 x 10°/1. TIpu 5ToM He perucTpUpOBAIN HeKeaTeIbHbIX PEaKIUii,
KOTOpbIE MOTJIM OBITh HANpsIMYIO CBSI3aHBI C JIEMKOIMTO30M TaKOM BbIpakeHHOCTH. OnHaKo,
YUUTBIBAs MOTEHIMAIBHBIE PUCKU TSDKEIOIo JICMKOLMTO3a, HEOOXOJUM DPEryJISIpHBIH KOHTPOJIb
KOJINYECTBA JICHKOIIMTOB B IpoIlecce Tepanuu QuiarpacTuMoM. [Ipy MOBBIIIEHHH KOJIHYECTBA
neiikouToB Gonee 50 x 10°/n mocle O0XMAAEMOTo INEpUOa MHHUMATLHOIO HMX CHHKCHHS,
HE00X0/IMMO HEMEJIEHHO OTMEHHUTh Tepamnuio ¢uirpactuMoM. [Ipy NpUMEHEHUH C LENbIo
mo6mm3anuu KIIT™ [TK Heo6Xx0o1uMo OTMEHHTD Tepanuio GUIrpacTUMOM JHO0 CHU3UTH €ro 103y
MIPY MOBBIIIEHUHN KOJTUYECTBA JIEUKOIUTOB > 70 X 10%/7.

Hmmynoeennocmo

[Ipy mpuMeHeHUM BCeX TEparneBTUYECKUX OEKOB MMEeTCs PUCK MMMYHOreHHocTH. Yacrora
OPOAYKIUM AHTUTEN K (uiarpactumMy oObIYHO HH3Kast. [TpomyKIus CBSA3BIBAIOIIMX AHTHTEN
OKHJAETCsl IPU MPUMEHEHUHN BCeX OMOJIOTMYECKHX IMpernapaToB; OJHAKO NaHHBIA (EHOMEH He

aCCOLMMPOBAJICS C HEUTPATTU3YIOLIEH aKTUBHOCTBIO.
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Aopmum

CMEPTHOMY OTUETY

[Mocie BBemenuss ['-KCD 310poBBIM 1O0OpPOBOJIBIIAM W TMAIlMEHTaM CO 3JI0KAYECTBEHHBIMU
HOBOOOpA30BaHUSMU PETUCTPUPOBANIM clydyau aoptuTa. lIposBiIeHHs AAHHOIO COCTOSHUS
BKJIIOYAIM TIOBBILICHHE TEMIEpaTyphl Tena, 00Jib B JKMBOTE, HEJAOMOTaHUE, 0OJb B CHUHE U
MOBBIIICHHE YPOBHSI BOCMATUTENBHBIX MapKepoB (B uacTHOCTH, C-peakTHBHOro Oenka u
KOJINYECTBA JIEHKOIMTOB). B OOJBIIMHCTBE CllydaeB aOpTUT IUArHOCTUPOBAICS MO JaHHBIM
kommbroTepHoi Tomorpadun (KT) u o6sraHO pazpemancs nmocne ormeHsl Tepanuu [-KCD (cm.
paszaen 4.8.).

Ocobvie ykazaumus u Mmepvl NPeOOCMOPONCHOCMU ACCOYUUPOBAHHbIE C CONYMCMEYIoulel
namonozuetl

Ocobvie VKA3aHrUus npu cepnoeuc)no-memowblx NPUSHAKAX U cepnoeuc)Ho—memowoﬁ bone3Hu

[Ipu mpumenenun QuirpacTumMa y MaMEHTOB C CEPIIOBHIHO-KIETOYHBIMU TPU3HAKAMU H
CEPIOBUIHO-KIIETOYHOW OOJE3HBIO OTMEYAIMCh CIIy4au CEPHOBUIHO-KIETOYHBIX KPH30B, B
HEKOTOPBIX CIy4asX C JIeTATbHBIM HCX0a0M. HeoOxommmo coOmogaTh OCTOPOXKHOCTH TpU
Ha3HAaYCHUH (QUITPACcTHMA MAIMEHTaM C CEPIIOBUIHO-KIETOYHBIMH TPU3HAKAMH U CEPIIOBHTHO-
KJIETOYHOM 00JI€3HBIO.

Ocmeonopo3s

[TarueHTamM ¢ OCTEONMOPO30M, MOIYYAIOIIUM JUTUTEIBFHYIO TEPAMUi0 (GUITPACTHMOM B TEUCHHE
Oosee 6 MecsIEB, MOXKET OBITh TOKA3aH MOHUTOPUHT IJIOTHOCTH KOCTHOM TKaHH.

Ocobvle ykazanus 015 NAYUEHMO8 CO 310KAYECMBEHHbIMU HOB00OPA308AHUAMU

ITpemapar JEMUKOCTUM  He JIOJDKEH TMPUMEHATHCA C IEAbI0  TIOBBIIICHUS  JTO3bI
IUTOTOKCUYECKOW XUMHUOTEPATUU 110 CPABHEHUIO C YCTAHOBJIEHHBIMU PEKUMaMU JTO3UPOBAHUS.

Pucku, accoyuuposarnvie ¢ nosviuieHuem 003bl Xumuomepanuu

Crnenyet cobmogaTh 0COOYI0 OCTOPOXKHOCTh MPU MPOBEACHUH BHICOKOJO3HONW XUMHUOTEPAITHH,
MOCKOJIbKY He OBLIO MPOJAEMOHCTPUPOBAHO YIYUIICHHUS HCXO0B 3JI0KAUeCTBEHHBIX OMYyXOJieH B
JAHHOW CHUTYyaIliu, a TIOBBIIIEHUE J103bl XWMUOTEPATMU MOXKET MPUBOJIUTH K YCHUJICHUIO €€
TOKCUYHOCTH, B TOM YHCJI€ CO CTOPOHBI CEeP/Ia, JETKUX, HEPBHOM CUCTEMBI U KOXKHU (CM. 00III1e
XapaKTePUCTUKH JICKAPCTBEHHBIX MPENapaToB MPUMEHSIEMbIX XHMHUOIIPETapaToB).

Brusnue xumuomepanuu Ha 3pumpouumsl u mDOM60uI/IWZbl

MOHOTepaHI/Iﬂ q)HHFpaCTI/IMOM HE OKa3bIBACT BJIMAHUA Ha BBIPAKCHHOCTH TpOM6OHI/ITOHeHI/II/I u
aHeMHH, OOYCJIOBJICHHBIX MHEJIOCYIPECCUBHOW XHMHOTepanueld. BcieactBue BO3MOXHOCTH
nonyueHus: 0oyee BBICOKHX /03 XMMHOIPENapaToB (B YaCTHOCTH, CTaHAAPTHBIX PEXHMOB B
IIOJIHOM J03€) MalMeHThl MOTYT HaXOAMTHCS B TPYNIE IOBBIIIEHHOTO pPHCKA pa3BUTHUSA
TPOMOOLIUTONIEHUH M aHeMHH. PeKoMeHIyeTcsl peryjaspHbli MOHHUTOPHHI KOJMYECTBa
TpOMOOIIUTOB W Temartokpurta. Cremyer coOmoaaTh 0COOYIH0 OCTOPOXKHOCTh MPU MOHO- HIIH

10
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TPOMOOIMTONEHNIO. BhIIO MOKa3aHO, YTO MPUMEHEHUE (QUiIrpacTuMa C IEJIbl0 MOOMIN3AIUH
KIIT" TIK camkaeT riayOuHy ¥ IIUTEIbHOCTh TPOMOOLIUTONIEHUH [TOCIE MUEIOCYIIPECCUBHOM HIIN
MUEN0a0IaTUBHON XUMHUOTEPAIUH.

Muenooucniacmuyeckuil C‘MHODOM u OCmellZ MUETIOUOHDBLU NEUKO3 Y nayuermoes ¢ ouazHo3aMU

pak MOJIOYHOLL JHCee3bl U PAK J1e2Ko20

B xome mocTperucTpanMoOHHBIX HAOOJATeIbHBIX HCCIEIOBAaHUN OBUIO BBIABICHO, YTO
muenoauciuiactuueckuii cuaapom (MJIC) u octpsiii muenoneiiko3 (OMJI) MoryT OBITH CBSI3aHBI
C COYETaHHBIM IPUMEHEHHUEM MArGUIrpacTuMa, albTepHaTUBEI penapaToB Ha ocHoBe [-KC®D, u
XUMHOTEpanuen U/ Jyd9eBoil Tepanuel y MaueHToB ¢ AUarHo3aMu PaK MOJIOYHOM KeJe3bl U
paK Jerkoro. AHalOTHYHAas B3aMMOCBSI3b B OTHomeHuM ¢uirpactuma u MJC/OMIL He
HaOmonanack. TeM He MeHee HEOOXOIUMO OOeCHeuuTbh HAONIOJCHME 3a MallMeHTaMH ¢
JMarHO3aMU paK MOJIOYHOM JKE€Je3bl WM pakK JIETKOro Ha MPEJMET BOZHUKHOBEHUS IIPU3HAKOB U
cumrromoB MJIC/OMJI.

Ilpouue 0cobbie VKA3aHUuA

JeiictBue ¢uirpactuMa y MalMEHTOB CO 3HAYMTEIBHBIM CHU)KEHHEM pe3epBa MHEIOHIHBIX
KJIETOK-TIPEANIECTBEHHUKOB HE uccienoBanoch. [Ipu peanuzanuu TepaneBTuyeckoro 3¢ dekra,
3aKJIIOYAIOIIErocsl B TOBBIIEHUH 4YHCHIa HeHTpoduios, Quiarpactum NperMyIIECTBEHHO
BO3JICICTBYET Ha MpPEAIIECTBEHHUKOB HEHUTpodmioB. [loaToMy y ManmuMeHTOB CO CHUKCHHBIM
PE3epPBOM KIIETOK-IPEAIIECTBEHHUKOB HEUTPODUIIOB (B YaCTHOCTH, MOJYYaBIIUX WHTEHCUBHYIO
JY4YeBYI0 WM XHUMHOTEPAIUIO, a TAaKXKe C HAaTU4YMEeM OIMYyXOJeBOM HMHOUIBTPALUU KOCTHOTO
MO3ra), OTBET Ha Tepamnuio (UIrpacTUMOM MOXET ObITh yMeHblIeH. HapyiieHus co cTopoHbI
COCYAMCTON CHCTEMBI, B TOM 4YMCJI€ BEHOOKKJIIO3UOHHBIE COCTOSIHUS M PaccTpoiicTBa BOIAHOIO
OanmaHca, OTMEUYAJMCh B HEKOTOPHIX CIy4yasX Yy TMAalUEHTOB, MOJYYaBIIUX BBICOKOIO3HYIO
XUMHOTEpANuI0 C TOCcIeayroe TpaHcruianTanueil. Takke OTMedanuch Cllydad pa3BUTHUSA
peaKIuii «TpaHCIUIAaHTaT MIPOTUB XO35IMHA» U JIETAIBHBIX UCXOJOB y MalMeHTOB, MoTy4aBumx I-
KC® nocne anmoreHHoON TpaHCIUIAHTAIUKA KOCTHOTO Mo3ra (cM. paznensi4.8. u5.1.). [loBeienue
reMaToNnodTUYECKONH aKTMBHOCTH KOCTHOTO MO3ra B OTBET Ha Tepamuio (hakropamu pocra
ACCOIMUPOBAIOCH C TPAH3UTOPHBIMH MMATOJIOTMYECKUM U U3MEHEHUSIMU TPU OCTEOCIIMHTUTpaduu.
3T0 HE0OX0AMMO MPUHUMATh BO BHUMAaHUE IIPY UHTEPIIPETALUN PE3YIbTaTOB JAHHOTO JIy4€BOIO
UCCIIETOBaHMUSI.

Ocobvle yrazanus 015 nayueHmos, Komopvim npogooumcs moounuzayus KT [TK
Moobunuzayus

K HacrosiieMy BpeMeHU He TPOBOAMIINCH TPOCHIEKTUBHBIE paHAOMU3UPOBAaHHBIE CPABHUTEIIbLHBIE
UCCJIEIOBAHMS JIBYX PEKOMEHIyeMbIX METOJI0OB MOOWIM3auuu (IpUMeHeHHe (uirpacTuma B
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e TMOMYJSUU MalueHTOB. BapnabenbHOCTh MHAMBUIYaIbHBIX XapaKTEPUCTHK IALIUEHTOB U
naboparopubix aHamu30B CD34" KIEeTOK 3aTPyIHSET BBIIOJHEHHE TPSIMBIX CPABHEHHUM JaHHBIX
pa3IMUHbIX HcciaenoBaHUNA. BpiOop MeToma MoOMIM3alMU JOJKEH COOTHOCHUTBCS C LEISIMU
TEpaNnuy y KOHKPETHOT'O MTallUEHTa.

Hpec)mecmewomaﬂ mepanusi yunonoKcu4ecKumu cpec)cmecmu

[TaumeHThl, MOJy4YaBIIME paHEE WHTEHCUBHYIO MHEJIOCYNPECCUBHYIO TEpANUIO, MOLYT

JIEMOHCTpHpOBaTh HemoctaTounyro moOmmuzanuio KIIT [TK mist mocTrkeHns MHUHUMATbHOTO

PEKOMEHIyeMOT0 KoJMdecTBa Kietok (> 2,0 ><106 CD34" kierok/kr) ambo YCKOpeHHs
BOCCTAHOBJICHHS TPOMOOLIUTOB. OnpeieieHHbIe IUTOTOKCHYECKHE TpenapaThl XapaKTepru3yoTcs
BBIPQKCHHOW TOKCHYHOCTHIO B OTHOIIEHUH KJICTOK-TPEIICCTBCHHUKOB TE€MOI033a M MOTYT
OKa3bIBaTh HETATUBHOE BIUSHUE HA MOOWIM3AIMIO JAHHBIX KIETOK. Psn mpemaparos, B
YacTHOCTH, MendanaH, KapMyCTUH U KapOOIJIaTHH, MpPUMEHsSEMble B TEUEHHE JUIUTEIHHOTO
nepuofa BPEMEHH 10 TMOMBITKA MOOWIM3ALUU KJIETOK-MPENIIECTBEHHUKOB, MOTYT CHH)XaTb
KOJMMYECTBO 3a0upaembix KiIeToK. OnmHako OBUIO T1IOKa3aHO, 4YTO BBEJICHHE Mendaiana,
KapOoIIaTHHA WM KapMyCTHHA B KOMOMHAITUH C GUITPACTUMOM (P PEKTUBHO MTPH MOOHITU3AIIH
KIIETOK-TIpeAniecTBeHHUKOB. [lpu mnanupoBanuu Tpancmnantanuu KIIIT TIK pekomenmayetcs
IUTAHUPOBATh MPOLEAYPY MOOMIM3AIMU CTBOJIOBBIX KJIETOK Ha PaHHMX JTamax Kypca JedeHus
nanuenta. Ocoboe BHHMaHHE CJEIyeT YICIUTh KOJHYECTBY KICTOK-TIPEAIIECTBEHHUKOB,
MOOWJIM30BAaHHBIX Y TaKUX TMAIMEHTOB JI0 Hadaja BBICOKOJO3HOW Tepamuu. B ciydae
HEJOCTAaTOYHOTO 3200pa KJIETOK-MPEIIIECTBECHHUKOB B COOTBETCTBUU C TMPUBEACHHBIMU BHIIIIE
KPUTEPUSIMH, CIEIyeT PACCMOTPETh BO3MOKHOCTh Ha3HAUCHUS aIbTePHATUBHBIX (DOPM Teparnmuu,
He TPeOYIONUX HCIIOIb30BAHMSI KIIETOK-TIPE/IIIICCTBCHHUKOB.

Ouyenka xoauvecmea 3a6paHHblx memox—npedmecmgeHHukoe

[Ipu oueHke KOIu4ecTBa KIIETOK-IPEIIIECTBEHHUKOB, 3a0paHHbIX y MAllMEHTOB, MOJy4YaBIIMX
Tepanuio (UIrPacTUMOM, CJIEIyeT YIENATh 0c000€ BHHUMAaHUE METOJy MX KOJHMYECTBEHHOM
OIEHKHU. Pe3ynbraTel NPOTOYHOM IuTOMeTprU KojmuecTBa CD34" KiIeTOK MOTyT BapbHpOBaTh B
3aBHCHUMOCTH OT UCHOJIb3yeMONH METOAMKH, U PEKOMEH/IallnH, Kacaloluecss KOJUYeCTBa KIETOK,
OCHOBaHHbIE Ha OLEHKAaX, BBIIOJHEHHBIX B JPYrMX JabopaTopusX, HEoO0XOAUMO
MHTEPIIPETUPOBATh C OCTOPOKHOCTHIO. CTaTHUCTUYECKUN aHalIM3 3aBUCUMOCTH KOJIMYECTBA
peundysupoBanabix CD34" KIIETOK ¥ CKOPOCTH BOCCTAHOBJICHHUSI KOJIMYECTBA TPOMOOIIUTOB TIOCIIE
BBICOKOJIO3HOM XHMMMOTEpANuU IPOJAEMOHCTPUPOBA HAJIMYUE CJIOKHOM, HO HENPEPBIBHON

3aBHCUMOCTH. PexoMeHJanus 10 MHHUMalbHOMY 3abupaemomy KomuuectBy CD34" kieTok,

6
KOTOpPOE€ JIOJDKHO COCTaBNSATh >2,0x10 KIETOK/KT, OCHOBaHa Ha OITYyOJIMKOBAHHOM OIIBITE,
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MPUBE/IIEM K aJIEKBATHOMY I'€MaTOJIOTHYECKOM] BOCCT&%B‘E%M%E&BE%&!}H};QTJ Rolntetrea

KJIETOK, KaK MPEJCTaBISIETCs, KOPPEIupyeT ¢ 6osiee OBICTPHIM BOCCTAHOBIIEHHEM, B TO BpEMsI Kak
MEHBIIIETO KOJMYECTBA — ¢ O0JIee MEeIJICHHBIM BOCCTaHOBIICHHEM.

Ocobbie ykazanus 07151 300p08blX OOHOPO8, NPOX0osuux npoyeoypy moounusayuu KIII" ITK
Moo6unu3zanus KIII' [1K He nMeeT KTHHUYECKUX MPEUMYIIECTB ISl 3I0POBBIX TOHOPOB U JOJIKHA
paccMaTpUBaTHCS TOIBKO B IEIISAX MPOBEACHUS aJUIOTEHHON TPAHCIIJIAHTAI[MH CTBOJIOBBIX KJIETOK.
Bo3moxknocte mobOunuzaruu  KIIIT TIK pgomkHa paccmaTpuBaThCs TOJBKO Yy JOHOPOB,
COOTBETCTBYIOIIMX KIMHUYECKMM M J1aOOpaTOpHBIM KpUTEpUsAM OTOOpa [Uisl JIOHOPCTBA
CTBOJIOBBIX KJIETOK, YAeNsds 0co00e BHUMAHUE TeMaTOJIOTHYECKHM IOKa3aTeasiM U HAIUYHUIO
UHEKIMOHHBIX 3a0oneBannii. bezomacHocTh M 3()(PEeKTUBHOCTD NMPUMEHEHHs (QuiarpacTuMa He
OIICHUBAJIUCh Y 3J0pPOBBIX JTOHOPOB B Bo3pacte < 16 mer mmum > 60 ner. TpaHzuTopHas
TpOMOOLUTONEHUs (CO CHMKEHHEM KoluuecTBa TpoMbouutos < 100 x 10°/1) mocne BBeaeHus
dbunrpactuma u neiikadepesa ormevanack y 35% ucciae10BaHHBIX ManyeHToB. M3 Hux nBa cinyyas
CHIKEHHsI KOJIM4ecTBa TpoMbonuTos < 50 x 10°/1, kak 6b1I0 3a(pUKCHPOBAHO, ObLIH CBSA3aHBI C
nporenypoi Jeiikadepesa. Ilpn HeoOXOAMMOCTH BBHIONHEHUS Ooiee OIHOW MpOoUEAyp

neiikadepesa cienyeT yaensiaTb 0co00e BHUMaHUE JOHOPaM, Y KOTOPBIX KOJIMYECTBO TPOMOOLIUTOB
9 (V3
cocraBiger < 100 x 10 /m no nelikadepesa; mpoueaypa adepeza He BBINOJHIETCS, €CIH

KOJIMYECTBO TPOMOOIIMTOB COCTaBIsAeT < 75 X 109/J'I. Kpome Toro, nelikadepes He AOmKeH
BBIMIOJIHATHCS  JOHOpaM, MOJYYalOIIUM aHTHUKOATyJISHTHYIO TEpalui0 WIH CTpajaroluM
M3BECTHBIMH HapylIieHus MU remocrasa. JloHopsl, nonydaromue ['-KC®D ¢ nenpto Mobumuzanuu
KIIT" TIK, momkHbI HAOMI0AATHCS 10 HOPMAJIA3AI[UU TeMaTOJIOTMUECKUX TToKa3zaTenel. Y 3J0pOBbIX
noHopoB mocsie BBeneHust [-KCD oTrMeyannch TpaH3UTOPHBIE MUTOTCHETHYECKHE M3MEHEHHUS.
KinHnueckoe 3HaueHuEe 3TUX JaHHBIX HEM3BECTHO. TeM He MeHee, Helb3sl UCKIIYUTh PHUCK
CTUMYJHPOBAHUS 3]I0KAYECTBEHHOTO MHUENOUIHOrO KIOHAa. B 1eHTpe adepesa pekomeHmyeTcs
BECTH CHCTEMAaTHUYECKUM yUET U OTCIICKHUBAHUE JOHOPOB CTBOJIOBBIX KJIETOK Ha MPOTSIKEHUU HE
MeHee 10 JIeT ¢ eI MOHUTOPUHTA JIOJITOCPOYHOM O€30TTaCHOCTH.

Ocobvie ykasaunus 0aa peyunuenmog annocenuvix KIII' IIK, nonyuennvix ¢ nomowwo
Qurepacmuma

CoBpeMeHHbBIC TaHHBIC CBUIETEIHCTBYIOT O TOM, YTO HMMYHOJOTHYECKHE B3aWMOICHCTBUS
Mexay amioreHHelM Tpadcmmiantatom KIITIT IIK m penunumeHTOM MOryT acconMHpOBaThCs €
MOBBIIICHUEM pUCKA OCTPOM UM XPOHUYECKOM pPEaKIUU «TPaHCIUIAHTAT MPOTHUB XO35MHA» IO
CPaBHEHUIO C TPAHCIUIAHTALIMEN KOCTHOIO MO3ra.

Ocoovie ykazanus ons nayuenmos ¢ TXH
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[Ipenapar JIEUKOCTHM He momkeH MPUMEGHSTHCS "\f' I;Ila,:u 'Bg"“c-l_%ﬂgﬂr Ef)‘d;I:C-EeEIEJ]HOﬁ

HEUTpONEHUEH, y KOTOpPbIX OTMEYAaeTCs pa3BUTHE JIeKo3a JHUOO NPU3HAKOB JIEWKO3HOMU
TpaHchopmaiuu.

Monumopune nokazameneu nepugdepudeckou Kposu

Bo3moxHOo Pa3BUTHC OPYIUX W3MEHEHHMI KJIETOYHOT'O COCTaBa KpOBH, B TOM 4YHCJIC aHCMHH U
TPAH3UTOPHOI'O IMOBBIMICHUA MHUCIOUIHBIX KIICTOK-IIPEAIICCTBEHHUKOB, KOTOPLIC Tp€6yIOT
THIATCIIBHOTI'O KOHTPOJIA.

TDGHCCbODMaMMﬂ 6 1eUKO03 UNU MUETOOUCHIACIUYECKUL CMHODOM

HeoOxonumo cobmroaath 0coOyr0 OCTOPOKHOCTH MPHU MPUMEHEHUH IpernapaTa y MalleHTOB ¢
TXH, 49to 00ycnoBiieHO HEOOXOAUMOCThIO NU(DdEepEeHITNPOBATh TaHHOE COCTOSHUE OT IPYTHX
HapyIIEHUH KpPOBETBOPEHHUs, B YACTHOCTH, aIlJJACTUYECKON aHEMHUU, MUEIOJUCIUIA3UH U
muenosneikosa. [lepen HauanoM Tepanuu HEOOXOJUMO BHITIOTHUTH PA3BEPHYTHIN aHaIN3 KPOBH C
ompezeNieHueM JIEUKOUUTApHOH (OPMYIbI M 4YKCiIa TPOMOOIIMTOB, OIEHKY MOP(}OIOrHUecKHX
XapaKTEePUCTUK KOCTHOTO MO3Ta U KapUOTHII.

VY Hebombimoro yucna (okoio 3%) manuentoB ¢ TXH, momygaBmmx Guiarpactum B KITIMHUYECKUX
HCCIIeI0BaHUAX, HAOMoAaIcs Muenoauciuiactudeckuii cuaapom (MIC) v netiko3. DTu JaHHBIE
ObUTH TOJy4YeHBl y TAIMEHTOB C BpOXKACHHOW HelTporenueir. MJIC U JeHKO3bl SBISIOTCS
€CTECTBEHHBIM OCJIOKHEHUEM JaHHOTO MaTOJIOTUYECKOTO COCTOSIHUS, M UX CBSI3b C IPUMEHEHUEM
¢unrpacruma HesicHa. [Ipubnu3uTenbHo y 12% nmanueHToB, y KOTOPBIX OTMEUAIHCh HOPMaTbHBIC
pe3ynbTaThl HUTOTE€HETUUECKOTO MCCIEAOBAaHUS HA MOMEHT HCXOIHOM OIIEHKH, BIIOCIIEICTBUH
Py PYTHUHHOM KOHTPOJBHOM HCCJEIOBAHUU ObUIM BBISBICHBI MATOJIOTHYECKUE W3MEHEHHUS, B
YaCTHOCTH, MOHOCOMHSI TIO CEIpMOM XpomMocoMe. B Hacrosiiee Bpemsi HEU3BECTHO,
MpEeAPACIIONAraeT Iy JUIUTENbHAas Tepanus nauueHToB ¢ TXH K pa3sBUTHIO TUTOrE€HETUYECKUX
natonorudeckux wusMeHeHud, MJIC wnm neiiko3noit Tpancopmammu. Pexkomenmyercs
pEryJspHOE BBHIOTHEHHE MOP(OIOTHYECKUX M LUTOTEHETHYECKUX HCCIEIOBAHUN KOCTHOTO
MO3Ta y JaHHBIX MaIlMeHTOB (MPUOIU3UTEIBHO KaKIbIe 12 MecsIeB).

Ilpouue 0cobbie VKA3aHUuA

Heo0XoamMMo HWCKITIOYMTH TPHYUHBI TPAH3UTOPHOW HEWTPONEHHH, B YACTHOCTH, BHPYCHBIE
uHpekmu. Yacto oTMeyaeTcs reMarypusi, y HeOOJIbIIOro KOJINYEeCTBA MTAMEHTOB — IPOTEUHYPHSI.
JI1s1 KOHTPOJIS YKA3aHHBIX HAPYIICHUH HEOOXOMUMBI pery IsipHbIe aHAIU3bl MOYH. be3omacHoCTh
1 2PGEKTUBHOCTh MPUMEHEHUS Mperapara y HOBOPOKACHHBIX U MAIIMEHTOB C ayTOMMMYHHOU
HEUTPOIICHUEN HE yCTaHOBJICHBI.

Ocoobvie yrazanus 0ns nayuenmos ¢ BUY-ungexyueti

Mounumopune nokazameneu nepugepudeckoi Kposu
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o MOCNENCORL OC TR Q203
HeobxomuMm TIaTebHBIE MOHUTOPUHT aOCOJFITHOTO LI'I/BM'H%%‘HE@FM’)T 0'cc|)6eHI'Jo B

TeueHHe TIePBEIX HECKONBKUX Hezlenb Tepamuu npenapatom JJEMKOCTUM. V psja nanueHToB
MOYKET OTMEUYaThCSI OYEHb OBICTPBII OTBET CO 3HAYUTEIBHBIM ITOBBIIICHUEM YHCIa HEHTPO(HIIOB
MocJie BBEJIEHUS TEpBOM 03Bl ¢uirpactuma. Pekomenayercs exemHeBHas oreHka AUH B
TE€YeHHE NepBBIX 2—3 nHel Tepanuu Quiarpactumom. 3ateM ouenky AYH pexomenmyercs
IIPOBOAMTH HE MEHEE 2 pa3 B HEZEIIO B TEUEHHE NIEPBBIX 2 HEJleNb, U 1 pa3 B Henento uiu 1 pa3 B 2
HeZeNu — B Ipoliecce MOAJIEpKUBaoIIel Tepanuu. B mpolecce MHTEPMUTTUPYIOLIEH Tepanun
¢unrpactumoM B ao03e 300 mxr (30 mua ME) B CyTKM MOTYT perHCTPHUPOBATHCS IIUPOKHE
kosnebanus 3HaueHuit AUH B oTnenpHBIX BpeMeHHbIX Toukax. [y onpeneneHns MUHUMAIbHOTO
s3Hauennss AUH y mammenTta pekomenayercst 3a0op o0pasnoB kpoBu ansi m3mepeHus AUH
HETOCPEICTBEHHO TePe] BBEICHUEM KaX /101 3aIITaHMPOBAHHOM 70361 (PriITpacTuMa.

PMCKM, aAccoUUUpOBAHHbIE C NOBbIULEHUEM 003bl MueﬂOCVl’ll?eC‘CMSHOIZ mepanuu

MonoTtepanusi (UITPaCTUMOM HE YCTpaHSET pUCKA Pa3BUTUS TPOMOOIMTONECHUU U aHEMHH,
00yCIIOBJIIEHHBIX NPUMEHEHUEM MHENIOCYIIPECCUBHON Tepanuu. B pesynbraTte mOTEeHUHAaIbHOIO
UCIIOJIb30BaHusl 00Jiee BBICOKUX /103 MM OOJIBIIEr0 KOJIMYECTBA JAHHBIX MpernapaTroB Ha QoHe
Tepanuu GUIrpacTUMOM MAIUEHTHI MOTYT XapaKTepU30BaThCs 00Jiee BBICOKUM PUCKOM Pa3BUTHUS
TPOMOOLIMTONICHUH U aHEMHUH. PeKoMeHIIyeTcsl peryssipHblid KOHTPOJIb TMOKa3zaTeneil KpoBU (CM.
HOJITYHKT « Monumopune nokazameneu nepugheputeckorl Kpogiy).

HH(Z)@KMMZ/[ U 3710Ka4ecmeeHHble H06006D(1306CZH1/!}I, 8bl3bledrouiue muelocynpeccuro

Heifrponienust  Moxker  ObIThb  OOycliOBJeHAa  MHQWIbTpalMe  KOCTHOrO  MO3ra  IpH
ONMOPTYHUCTUYECKUX MHQPEKIMAK, Hampumep, KOMIUIEKCOM Mycobacterium —avium, WK
37I0KaYeCTBEHHBIMH HOBOOOPa30BaHUSIMHU, HAIIpUMEDp, Mpu JTuMdpoMax. Y MAIMEeHTOB C U3BECTHOM
UHQUIbTpaeli  KOCTHOTO  MoO3ra, OOYCIIOBICHHOW  HMH(MEKIMOHHBIM  TIPOLECCOM  HJIH
3JI0Ka4eCTBEHHBIM HOBOOOpa30BaHHWEM, HEOOXOIUMO pacCMOTpPETh BOIPOC O MPOBEICHUH
COOTBETCTBYIOIIEH Teparuy OCHOBHOTO 3a00J€BaHMs, IOMUMO BBEICHUS (UIrpacTUMa C IEJbo
JeueHust HeUTponeHun. BriusHue guiarpacTuma Ha BBIPa)KEHHOCTh HEUTPOTIEHUH, 00YCIIOBICHHOM
UH(UIBTpaIel KOCTHOrO MO3Ta BCIIEICTBUE HH(EKIINH HITH 3JI0Ka4eCTBEHHOTO HOBOOOPa30BaHMS,
HE YCTaHOBJIEHO.

BcnoMmorarenpHbBIC BEISCTBA

Hampuu

JanHbIil npenapat coaepkuT meHee 1 mmoib (23 mr) Hatpus Ha 1 MuI, TO €CTh, MO CyTH, HE
COJICPXKUT HATpPHSI.

4.5. B3amMmojgeiicTBHMe € JAPYrMMHM JEeKAPCTBEHHBIMH MpenapaTaMd H JApyrue BHJbI

B3aNMO/1eHCTBUA
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MHENIOCYIIPECCUBHON ITMTOTOKCHYECKOH XHWMHOTEpanmueil MmoapoOHO He u3ydeHbl. Baumy
YyBCTBUTEIBHOCTH OBICTPO  JACTAIIMXCS MHEIOUAHBIX KIETOK K MHEIOCYIPECCUBHOM
[MUTOTOKCUYECKOM XMMUOTEpallul HE PEKOMEHIYeTCs BBOAUTH GUITPacTUM B TEPHUOL,
HauyMHAIOUNUCA 3a 24 yaca 0 XMMUOTEpAIlNM ¥ 3aKaHYMBAIOIIMICSA yepe3 24 yaca nocie Hee.
[IpenBapuTenbHbIe pe3yabTaThl IPUMEHEHUS (PUIITpacTUMa B KOMOMHAIIMH C S-PTOPypaIiiom y
HEOOJIBIIION TPYIIIBI MAIIUEHTOB MOKA3bIBAIOT, YTO B 3TOM CIIy4ae TSHKECTh HEUTPONEHUEH MOXKET
yBENMYUBAThCA. B0O3MOKHOE B3aMMOJAEHMCTBHE OPYIMX T'€MOMO3THYECKUX (AKTOPOB pocTa U
LIUTOKMHOB B KJIMHUYECKUX HCCIEAOBaHUAX HE H3ydeHo. [lockosbKy mpemaparbl JUTHUSA
CTUMYJIUPYIOT BBICBOOOKICHUE HEUTPO(PWIOB, OHH BEPOSTHO CIIOCOOHBI IOTEHIIUPOBATH
¢unrpactuM. XoTs JaHHOE B3aMMOJEHCTBHE (POPMaATIbHO HE HCCIEN0BAIOCh, OTCYTCTBYIOT
JI0Ka3aTeNbCTBA TOTO, YTO OHO MOKET OBITh HEOIATONIPUSITHBIM.

4.6. PepTHIBHOCTD, 0€PEMEHHOCTH U JIAKTAIUSA

bepemeHHOCTD

JlanHple 0 TpUMEHEHWH (uiITpacTIMa y OEpEeMEHHBIX OTrPaHWYCHBI WJIH OTCYTCTBYIOT. B
UCCJIEIOBAHMAX Ha JKMBOTHBIX OblIa MPOJAEMOHCTPUPOBAHA PENPONYKTUBHAS TOKCHYHOCTD
npemnapata. Y KPOJMKOB OTMEYANOCh IMOBBIIIEHHWE YaCTOTHI CIydyaeB MOTEpU SMOpHOHA MpHU
NPUMEHEHUU TIperapara B J03aX, OOCCIIeUYMBABIINX 3HAYCHHS SKCIIO3UIIMH, BO MHOTO pa3
MPEBBIIIABIINX TAaKOBBIC, CO3JAIOIIMECS MPU KIWMHUYECKOM TPUMEHEHMH, U BBI3BIBABIINX
MpOSIBJICHUS TOKCUYHOCTH Y caMOK. B JuTeparype HUMEIOTCS JaHHbIE O BO3MOKHOCTHU
TpaHCIUTAIEHTAPHOTO MPOHUKHOBEHUS (uirpactuma y 6epeMeHHsbIx. [I[pumenenne punrpactuma
npu OEpeMEHHOCTH NMPOTHUBOIMOKA3aHO.

JlakTanus

Her cBenenuii o cnocoOHOCTH pUITpacTUMa WM €r0 METa0OTUTOB IKCKPETUPOBATHCS B TPYTHOE
MOJIOKO. Henb3s HCKIIOUMTH PUCK Ui HOBOPOXKIACHHOTO WM peOeHKa, HaxOJAIIerocs Ha
TpYIHOM BCKapMiMBaHuu. HeoOXxoauMo mpekpaTuTh rpyaHOE BCKapMIMBaHUE THOO MPEKPATUTH
Tepanmuio (QUIATPACTAMOM HA OCHOBAaHWUU OICHKM IOTCHIIMAIBHON TOJB3Bl  TPYAHOTO
BCKapMIIMBaHUS 7151 peOeHKa U MOTEHIIUAIBHON MOIb3bI TEPAITHH ISl MAaTEPH.

DdepTUabHOCTE

OuIrpacTuM He OKa3bIBal BIMSHUS Ha PENPOAYKTUBHBINA MOTEHIIUAT U (EePTUILHOCTh CaMLIOB U
CaMOK KpBIC.
4.7. Bausinue Ha CHOCOOHOCTH YNPABJATH TPAHCHOPTHBIMH CPeACTBAMHM M padorath ¢

MEXaHU3MaMHU
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CMEPTHOMY OTUETY

nepuon JICUCHU IIaIITUCHTHI JOJIZKHBI CO6JIIOI[21TB OCTOPOIKHOCTH npu YIIpaBJICHUHU
ABTOTPAHCIIOPTOM H BBIITIOJIHCHUUN pa60T, Tp€6y10HII/IX MHOBBIIIIEHHOU KOHUOCHTPAIMX BHUMAHUS.
4.8. HexxennaTesibHbIE peakum

Pesrome nipoduis 0e3onacHoCTH

Haubonee cepbe3Hble HexenaTeNnbHbIE PEAKIIUH, KOTOPbIE MOTYT OTMEUATHCS B IIPOLIECCE TEPATUU
¢uirpacTuMoMm, ABIAIOTCA: aHApUIAKTHUECKAsl PEaKIsl, CEpbE3HbIE HEXKETATENbHbIE SIBICHUS CO
CTOPOHBI JIETKMX, B TOM YHCJIE€ WHTEPCTULHAIbHAS ITHEBMOHMS W OCTPBIM pPECIUPaTOPHBIN
muctpecc-cuapom (OPJIC), cuHApOM MOBBILIEHHOM NPOHUIIAEMOCTH KalWJUIAPOB, TsDKemast
CIUICHOMETAJIMsI WIIM Pa3pbiB CENe3eHKH, TpaHchopManus B MUETOAUCIUIACTUYECKUN CHHIPOM
WM Jerko3 y nanueHtoB ¢ TXH, peaknus «rpaHCIuiaHTaT NMPOTHB XO3SHHA» Y IAlIMEHTOB,
MOJIyYaOIUX AJJIOTEHHYI0 TPAHCIUIAHTALMI0 KOCTHOTO MO3Ia WJIM TPAHCIIAHTALMIO KIIETOK-
IPE/IIECTBEHHUKOB MeprU(pepruuecKoil KpOBH, M CEPHOBHUIHO-KIETOUYHbIM KpHU3 Yy MAI[MEHTOB C
CepIOBHUIHO-KJIETOUYHOW Oone3npro. Hambonmee dYacTo OTMEYaBIIMMECS HEKEIaTEIbHBIMU
PEaKIMSIMH SIBIISIFOTCS: MMPEKCHS, CKEJIETHO-MBIIIEYHAsT 00JIb, KOTOPAast BKIFOYAET O0JIb B KOCTSX,
00J1b CO CTOPOHBI CIIUHBI, ApTPAITUI0, MHAITHIO, 00JIb B KOHEYHOCTH, CKEJIETHO-MBIIIEYHYIO O0JIb,
06016 B MBIIIIAX M KOCTAX TPYIHOM KIETKH, OOib B Iee, aHeMUs, pBOTa M TOIIHOTa. B
KJIMHUYECKUX HCCIEIOBAaHUAX Yy TMAlMEHTOB CO 3JIOKAYECTBEHHBIMH HOBOOOpA30BaHUSAMU
CKEJICTHO-MBIIIEYHas! 00JIb MIMeIa JIETKYIO HIIN CPEIHIO0 CTeNeHb TsbkecTu y 10% manuenTos, u
Obu1a TsDKEN0M Y 3% MaleHToB.

TabanuHoe pe3rOMe HEXKENIaTEIbHBIX peaKIHui

[lepeuncnennple HeXenaTeNlbHbIE pPEAaKIMHU 3apEerUCTPUPOBAHBI B  paMKax KIMHHUYECKHUX
WCCIICIOBAaHM U OBUTH MOJTydeHBI B (POPME CIOHTAHHBIX COOOMEeHNH (CM. TabuuIry 2).
HexxenarenbHble peaklMy CHUCTEMAaTH3MPOBAHBI OTHOCUTENBHO Ka)KJOI'0 CHCTEMHO-OPTaHHOTO
kiacca no MedDRA ¢ ucnonb30BaHreM cieayromieil KiiaccupuKaluy 4acTOThl BCTPEYaeMOCTH:
odeHb vacto (>1/10); gacro (>1/100, Ho <1/10); Hewacto (=1/1 000, vHo <1/100); peaxo (>1/10
000, O <1/1 000). B pamkax KakJOW KaTerOPHH YacTOTHI BCTPEUAEMOCTH HEKEIaTebHbIC
pEaKIMY ePEUrCIIeHBl B OPsAKe YObIBaHUS CTETIEHU CEPhE3HOCTH.

Tabauua 2. HexenatenpHble peaklUHM, 3apeTUCTPHUPOBAHHBIE B paMKaxX KIMHHMYECKHX

HCCIIENOBAHNI U CIIOHTAHHBIX COOOIIEHUN

CucreMHO-OpraHHblii Kjace Yacrora HexesnatenbHasi peakuus
Hugpexyuu u unsazuu Yacro Cencuc, OpOHXHUT, HHGEKIUS BEPXHUX
JIBIXaTeTbHBIX myTeH, MH KIS

MOYECBBIBOAAIITNX HYTefI

Ouensp yacTo TpomOoruToneHus, anemus
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Cruthiomelatis . = ciiikenie “yponus

Hapywenusa co cmoponwur | Hacto
Kposu u Jaumghamuueckorl remorio0OuHa ?
cucmemul Hegacro Jleiikonmros *
Penxo PaspeiB  cenezeHkn Y,  CEpIOBHIHO-
KJIETOYHAs! aHEMMUSI C KPU30M
Hapywenua co cmoponwr | Hedacto ['Mnep4yBCTBUTENBHOCTD,
UMMYHHOU CUCHEMbl TUIEPYYBCTBUTEIBHOCTD K
JIeKapCTBEHHOMY Ipenapary °, 0oJe3Hb
«TPAHCIUTAHTAT TIPOTUB XO3SUHA» °
Penxo AHaduiakTuyeckas peakuus
Hapywenua memabonusma u | Yacto CHuxeHMe anneTuTa °, OBbIILIEHUE YPOBHS
numaHus JAKTaTAECTUAPOTE€HA3bl B KPOBU
Heuacto I'unepypukeMusi, IOBBIIIEHUE  YPOBHS
MOYEBOH KHCIIOTBI B KPOBU
Penxo CHuxeHue ypoBHS TJIIOKO3bI B KpPOBH,
ncesgonozaarpa *
(XOHIPOKAJIBLINHO3 BCJIE/ICTBHE
oTIOXKeHus1 nupodocdaToB), HapylIeHHUS
HUJKOCTHOTO OanaHca
Icuxuueckue napywenus Yacro becconnuna

Hapywenusa co cmoponwvl | O4eHb 4acTo I'onmoBHas 60ib ?
HEepBHOU CUCmeMbl Yacro ['onoBokpyxeHue, runecTes3us, mapecTe3ust
Hapywenus co cmoponwur | Hacto ['unieprensus, runoTeHsus
€ocy008 Hegacto BeHoOKKITI03n0HHas 6one3Hsb ¢

Penxo CHUHIPOM TOBBIIICHHOW MPOHUIIAEMOCTH

KalUJUISIPOB *, aOPTUT

Hapywenus co cmoponwl | Hacto I'emonTH3uc, onpIiKa, Kamenb ¢, 601 B
ObIXamenbHol cucmemol, porornotke (opodapunreanbHas) » ©,
0p2aH08 2pyoHOlU KIemKu U AMUCTAKCUC
cpedocmenust Heuacro Ocrtppiii pecnupaTopHbII JcTpece

CI/IH}lpOM a’ AbIXaTeJIbHAas1s HEAOCTATOYHOCTb
A OTEeK JIETKHUX *, IeTOYHOE KPOBOUM3JIUSHHUE,
00JIE3Hb

HHTCPpCTUIHAIbHAA JICTKHUX,

UHOUIBTPALUS JETKUX , THIIOKCHS

Kenyoouno-kuueutvle

OueHb 4acTo

Huapes * ¢, pota * ¢, TolIHOTa

Hapyulenus Yacro Bons BO pry, 3amop ©

Hapywenusa co cmoponwul | Hacto 'emaromMeranus, TOBBIIIEHHE  YPOBHSA
neueHu U HCenue8bl80OAUUX mesI0uHOM GocdaTasbl B KPOBU

nymet Heuacto [ToBbilIeHHE YPOBHS

acrapTaTaMHHOTpaHC(epasbl, MOBbIIICHHE
YPOBHSI raMMa-TIyTaMHJITpaHCchepasbl

Hapywenus co cmoponul

KOJCU U NOOKONCHBIX MKAHel

OueHb 4acTo

Ajonerus ?

Yacto

Crimib ?, apuTema
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Heuacto Chilih MaRyTOHANyeshas -~ = = T
Penxo Koxnerii  Backymut %, cmaapom CButa
(ocTpeiii  GeOpWIbHBIA  HEUTPODUITHHBIN
JiepMaTo3)
Hapywenus co cmoponst | O4eHb 4acTo CkeneTHo-MbIIIeuHas 00Jb ©
mblweynol,  ckenremuou  u | Yacro MpbleyHbIe Cria3Mbl
COeOUHUMENbHOU MKAHU Heuacto Octeonopo3
Penxko CHmXeHUE IUIOTHOCTA KOCTHOM TKaHH,

000CTpeHUE peBMAaTOUIHOTO apTPUTA

Hapywenusa co cmoponwvl | Hacto Juszypusi, remaTypus
nowex u  Mouesvigooawux | Heuacto [Iporeunypus
nymer Penxo ['momepynone@put, U3MEHEHUS B MOYE
Obwue napywenus u peakyuu | O4eHb 9aCTO VYcranocte ?, BOCHaJIGHHE  CIIM3UCTOMN
6 Mecme 66e0eHus 000JI0YKH *, MUpEeKCus
Yacro Bonw B rpynHo#t kneTke ?, 607b ¢, acTeHUS
 Hemomoranue °, nepudepuuecKkuii oTek °
Heuwacro Peakuust B MecTe HHBEKIHH
Tpaemsl, unmoxcuxayuu u | Yacto Tpancdy3nonnas peakuus ©

OCNIOJCHEHUSL NPOYEOYD

* Cm. paznen «Onucanue OTAEIbHBIX HEXKEeNaTeNbHBIX PEAKIHii.

> OTmeuanuch ciydam GONE3HH «TPAHCIUIAHTAT TPOTUB XO3AMHA» M JIETATBHBIE MCXOJbl y MAIMEHTOB MOCIE
UTOTEHHOM TPaHCIUIAaHTAIlMK KOCTHOT'O Mo3ra (cM. pasen «Onucanue OTAEIbHBIX HEXKEeNaTeNbHBIX PEaKIUi»).

¢ B Tom yucie 60ab B KOCTSIX, 0OJIb CO CTOPOHBI CIIMHBI, apTPaJrusi, MUAITHUsI, O0JIb B KOHEYHOCTH, CKEJIETHO-
MBlIIe4Hast 001k, 60JIb B MBILIIAX U KOCTSIX TPYIHOH KIETKH, OOJIb B IIEE.

4 JlaHHBIE CTy4ad OTMEYAIMCh B TMPOIECCE MOCTPETMCTPALMOHHOIO TNPUMEHEHHMs TMpEmnapara y MalueHToB,
MepeHecIINX TpaHCIIIIaHTAII0 KOCTHOTO Mo3ra ninn Moominzaruio KIIT TTK.

¢ HexenarenbHbIe SBJICHHS, OTMEYaBIINECs ¢ Oosee BEICOKOH YacTOTOH y MAIlMEeHTOB, MOIy4YaBIINX (Guirpactum, o
CpPaBHEHHUIO C TAMEHTaMH, IOJy4aBIIMMHU IUIANe00, M acCOUMHMPOBABIIMECS C OCTATOYHBIMH SIBJICHHSIMH

3JIOKQYE€CTBCHHOI'O HOBOO6paSOBaHI/IH WK NIOCJIICACTBUAMUA HHTOTOKCH‘ICCKOﬁ XUMHUOTEpAInu.

OnucaHue OTACIBbHBIX HEXKEJIATEIbHBIX peaKIIMi

T'unepuyscmeumenvrHocms

Peakiiuu runepuyBCTBUTEIBHOCTH, B TOM YHCIIC aHA(PUIAKCHUSA, ChITb, KPATUBHUIIA, aHTHOOTEK,
OJIBIIIIKA W THUIOTEH3Usl, OTMEUYAJIUCh B HAaYaJIbHOM WJIA TOCJEAYIOIIEM IEpUOJE Tepanuu B
KIIMHUYECKUX MCCIEIOBAHUSX M MOCTPETUCTPAIIMOHHOM OTBITE MpUMEHEHHs. B 1ienom, nanusie
Clly4ad Yalle PerucTpUpOBAIIMCH IOCIIE€ BHYTPUBEHHOTO BBEICHHS MpernapaTa. B HeKoTophix
Cy4yasix CHMIITOMBI DPCIUANBHPOBAIM TPU TOBTOPHOM BBEICHUM Tperapara, dYTo
CBUJIETENLCTBYET O MPUYMHHO-CICICTBEHHOW cBs3u. HeoOxomuMma mMoiHas OTMEHa Tepanuu
¢dunrpactumMom 0e3 MOCIEAYIONIEro BO30OHOBICHHS €r0 MPUMEHEHHUS y TAIMEHTOB, Y KOTOPBIX

OTMEYAJINCH CEPHE3HBIC AJUICPIHICCKHUEC PEAKITUN.
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(NOCNEQCBATENEHOCTE 0003)

Heowcenamenvnule si6nenus co CMOPOHbL J1€CKUX

B KIMHUYECKUX HCCIENOBAHUSX M B MOCTPETHCTPAIIMOHHOM ONBITe MPUMEHEHUS OTMEYaINCh
HEeXeJaTeNIbHbIC SBJICHUS CO CTOPOHBI JIETKUX, B TOM YHUCIIC MHTEPCTUIIMATIbHAS 00JIe3Hb JIETKHUX,
OTE€K JIETKUX W HWHOUIbTPALMU JIETKUX, KOTOpble B HEKOTOPBIX CIIydasx MPUBOIUIN K
neixaTenbHol HepocTaTouHocTH Wi OPJIC, B TOM ymclie ¢ NeTanbHBIM HCXOJOM (CM. pasfien
4.4).

Cnnenomezanus u paspvié ceneseHku

[Tocne BBemeHus ¢uirpacTuMa perucTpUPOBAINCH CIIy4aW CIUIGHOMETalud U pas3pbiBa
CeJIe3eHKU. B HEKOTOpBIX CiIydasiX pa3pblB CEJIE3eHKH MPUBOAMI K JETAIBHOMY HCXOAy (CM.
paznen 4.4.).

CuHOpoM nosvlueHHOU NPOHUYAEMOCIU KANULIAPO8

IIpu npumenennun [-KC® oTMeuanuch ciaydyau CHHIpPOMAa TMOBBIIMIEHHON MPOHUIIAEMOCTH
KanuuisipoB.  JlaHHOE€  OcloXKHEHHWE  OOBIYHO  PETUCTPUPOBAIOCH Y  MAIlMEHTOB  C
pacpoCTpaHEHHBIMU  3JI0KAYECTBEHHBIMU OITYXOJIIMH, CEICHCOM, TMOJy4YaBIIUX OOJBIIOE
KOJMYECTBO XUMHUOIIpenapaToB uiu adepes (cM. pazaen 4.4.).

Koorcnwiii sackynum

VY mnanueHTOB, MOJIYYaBIIMX (DUIATPACTHM, PETHMCTPUPOBANKCH CIydyad KOXKHOTO BacKyJHUTA.
MexaHu3M JaHHOTO BACKyJIWTa y TAIMEHTOB, MONyYaBIIUX (uiarpactum, Hew3BecTeH. [lpm
JUIMTETIbHON TEpaNuy KOXKHBINA BaCKyJIUT oTMevancs y 2% nanuentos ¢ TXH.

Jlevixoyumo3s

JlelikonuTo3 (MOBBIIEHHE KOIMYECTBA JelKkonuTos > 50 x 10°/1) ormeuancs y 41% 300poBbIX
JIOHOPOB, a TPaH3UTOpHAs TPOMOOIUTONEHUSI (CHI)KEHHUE KOJIMYECTBA TPOMOOIHMTOB <
100 x 10°/m) mocne Tepanuu $puirpacTuMoM u neiikadepesa — y 35% m0HopoB (cm. pazzen 4.4.).
Cunopom Ceuma

Cnyuyau cunapoma Cura (octporo GpeOpuIbHOTO HEUTPODOUILHOTO IepMaTo3a) OTMEUaINCh Y
MAIUEeHTOB, MTOJIYYaBIINX (PUITPACTUM.

Ilcesdonooazpa (xoHOpoKanbyuHo3 8ciedcmaue OmaoNceHus nupogocgamos)

Cnyyau T1iceBAOMOJArpbl (XOHAPOKAIBIIMHO3a BCIEJICTBHE OTJIOXKEHUs mHUpodocdaToB)
OTMEUAIHCH Y MAIUEHTOB CO 37I0KAYeCTBEHHBIMH OMyXOJISIMHU, TIOTY4YaBIINX (DUITPACTHM.
Peaxyusa «mpancnianmam npomue xo33una»

OTmedanuch cilydau peaklMd «TPAaHCIUIAHTAT MPOTUB XO3SMHA» M JIETAIbHbIE HCXOIbl Y
narueHToB, noiaydaBmmx [-KC® mocne anmoreHHON TpaHCIUIAaHTAIlMM KOCTHOTO MO3Ta (CM.
paznensi 4.4.u 5.1).

[Tpoune ocoObIe OMYIAIINNA

HauueHmw nOJ2HCUTIOC0 80o3pacma
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Paznmumii B 6e3omacHocTH Win 3G (PEKTUBHOCTU Y HaliElel;ln:o-lLEB—‘L;(%ﬁl@g I:clElell'—plmE:'Gé}IlelT' 1o

CpaBHEHHIO ¢ 00Jiee MOJIOJIBIMH B3POCIBIME MAIeHTaMHu (B Bo3pacte > 18 jer), moixy4aBmmMu
ATOTOKCUYECKYIO XUMHOTEPAIHI0, HE OTMEYANIOCH; MPU KIMHUYECKOM NMPUMEHEHHUH Tpernapara
Tak)Ke He 3a)UKCHPOBAHO Pa3INuMil OTBETa MEXY MOKUIBIMU U 00Jiee MOJOIBIMU B3POCIBIMU
narueHTamMu. JJaHHBIX TSl OLIEHKU MPUMEHEHUs (GUIrpacTUMa Y MOXKUITBIX MAlUEHTOB M0 APYTUM
3apEeTUCTPUPOBAHHBIM MMOKA3aHUSAM HEJIOCTATOYHBI.

eTH
JlaHHble KIMHUYECKUX HMCCIENOBAHUN y JeTel CBUAECTEILCTBYIOT O TOM, YTO 0O€30MacHOCTh U
sbdexTuBHOCTS, (uUATpacTMMa Yy B3pPOCIHBIX W JETEH, MOJYYaloUUX [HUTOTOKCHUYECKYIO
XUMHUOTEPANUIO, aHAJOTUYHBI, YTO CBHJIETEIHCTBYET 00 OTCYTCTBHM CBS3aHHBIX C BO3PAaCTOM
pazmuumii B mapamerpax (¢dapMakoKMHETHKH ¢uiarpactuma. CTaOMIBHO OTMEYaBIICHCS
HEe)KeNaTeIbHOM peakiueil Obula CKeleTHO-MbIIIeyHass 00Jb, XapaKTepUCTUKH KOTOPOW He
OTIIMYANIUCh OT TAaKOBBIX BO B3pocioil momynsuuu. s nanpHeWmiell OLeHKH TpUMEHEHUs
dunrpacTuma y neTei NaHHBIX HEJTOCTAaTOYHO.
Lemu, cmpaoarowue TXH
VY nereit, crpagaBmux TXH 1 momydaBmux IIUTENBHYIO TEPAMUIO GUITPACTUMOM, OTMEYAIINCH
CIIy4au CHHUKEHHS INIOTHOCTH KOCTHOM TKaHH U OCTEOOpO3a.

COOGH_IGHI/IG 0 TOA03PEBACMBIX HCKCIATCIBbHBIX PCAKITUAX

BaxxHo co00MIaTh 0 10I03PEBACMBIX HEXKEIIATEIHHBIX PEAKIIUAX ITOCIIC PErUCTPAIUY Ipernapara ¢
[EeNbI0  O0ecreueHus HEMpPEepPhIBHOTO MOHUTOPUHTA COOTHOIIEHUS «IONb3a — PHUCK»
JICKapCTBEHHOTO Mpemnapara. MeIuuHCKUM paOOTHUKAM PEKOMEHIYeTCsl COOO0IaTh O JTHObIX
M0JIO3PEBACMBIX HEKEIATEeIBHBIX PEaKIHIX JICKQpCTBEHHOTO Ipernapara 4yepe3 HalMOHAJIbHBIC
CUCTEMBI COOOINECHUS O HEKeIATeNbHBIX PEAaKIUsIX TOCYAapcTB — UWiICHOB EBpa3uiickoro
HYKOHOMUYECKOTO COI03a.

Poccuiickas ®@edepayus

®denepanpHas cinyx0a 1mo Haa30py B chepe 3npaBooxpanenus (Poc3npaBaanzop)

Anpec: 109012, r. Mocksa, CriaBsiHCKasl TuIomianp, 1. 4, ctp. 1

Tenedon: +7 (800) 550-99-03.

OnexTpoHHas noura: pharm@roszdravnadzor.gov.ru

Cair: https://roszdravnadzor.gov.ru/

4.9. Ilepeno3upoBka
[TocnencTBust mepeno3UpoBKU (UITPACTUMOM HE ycTaHOBIEHBI. lIpekpaieHne mpUMEHEHHs
¢mIrpacTUMa IPUBOANIIO K CHIDKEHHUIO YHCIIa UPKYIUPYIONMX HeTpodminoB Ha 50% yepe3 1—

2 IHS TIOCJE OTMEHBI TEPAIIUU MPEnapaToM, KOTOPOE BO3BpAIaIOCh K HOpMe uepe3 1—7 nHei.
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5. PAPMAKOJIOTMYECKHE CBOMCTBA (MOCTIEQOBATENEHOCTS 0003)

5.1. ®apmakoguHAMH4YeCKHE CBOMCTBA

®dapMakoTeparneBTHYECKas TPYIIa: HMMYHOCTUMYJISATOPHI; KOJIOHUECTUMYITHPYIOIINE (DaKTOPEHI.
Koxn ATX: LO3AAO02

[penapar JIEMKOCTUM  sBasercs 6uoaHamoroM  (GHOMOZOOHBIM  JIEKApCTBEHHBIM
npenapaTrom).

dapmakoauaamuyeckue d3PpHeKTol

YenoBeuecknii rpaHyI0MUTapHBIN KooHUecTuMysupytomuid daktop (I'-KC®D) mpencrasisier
co0OH TJIMKOMPOTEUH, PETyIUPYIOIIUNA HPOAYKIHUIO M BBICBOOOXKACHHE (YHKIHOHAIBHBIX
HeiiTpodunos u3 koctHoro Mmosra. Ilpemapar JIEMKOCTUM comepuT peKkoMOHHAHTHBIA
METHOHUIMpPOBaHHBI 4yenoBedeckoi [-KC® (¢punrpactum), BbI3BIBAIOLIUN 3HAUYUTEIHHOE
IOBBIIIEHUE 4YHCIa HEWTpopuinoB B nepudpepudeckol KpoBHM B TedeHHe 24 4acos,
CONPOBOKAAIOIIEECS HE3HAYUTEIbHBIM I[OBBIIIEHUEM KOJIMYECTBA MOHOLMTOB. Y  psna
MAIMEHTOB C TsDKenmo xpoHudeckor HeuTponenuer (TXH) dunrpactum crnocoOeH Takxke
UHAYLUUPOBATh HE3HAUYUTEIbHOE IOBBIINIEHWE KOJMYECTBA LMPKYIUPYIOIMIMX 303UHOPHIOB U
6a30()1II0B 110 CPAaBHEHUIO C UCXOIHBIM YPOBHEM; Y HEKOTOPBIX U3 ATUX HNAllUEHTOB 303UHO(DUINA
win 0azopuius MOXKET IpPHUCYTCTBOBAaTh J0 Hadana Tepanuu. [loBbllleHHe KolMyecTBa
HEUTPO(UIIOB SABISIETCS H0303aBUCHUMBIM ITPU IPUMEHEHUH TIperapara B PeKOMEHIyeMbIX J103aX.
Hefitpodunsl, nmponyuupyromuecs B OTBET Ha BBEIACHHE (QUITPacTUMa, XapaKTepU3YIOTCS
HOPMaJbHOW  MJIM  TOBBIIIEHHOW  (YHKIMOHAIbHOM  aKTHUBHOCTBIO,  4TO  OBLIO
IIPOIEMOHCTPUPOBAHO B TECTAX XEMOTaKCHUUeCKOM 1 (harorurapHoil pynkuuu. [locne okoHuaHus
Tepanuu (QUIATPACTUMOM KOJIMYECTBO LUPKYIUPYIOUIMX HelTpodminoB cHikaercs Ha 50% B
TedeHue 1—2 nHel M JocTUraeT HOPMAJIbHOIO 3HaueHus B TeueHue 1—7 anel. [lpumenenue
¢wirpacTUMa y MAIMEHTOB, MOJIYYAIOUMX IHMTOTOKCHYECKYIO XMMHUOTEPAINHUIO, MPUBOJUT K
3HAYUTEIBHOMY CHM)KEHHUIO YaCTOTHI, CTENICHU TSHKECTH M IIPOJOJDKUTEIbHOCTH HEUTPOIIEHNU U
bebpunbHOI HEUTPONICHUH. Tepanus ¢dunarpacTuMoM 3HAYUTEIILHO CHIKaeT
IPOIOJDKUTEIBHOCTh (HeOPMIIbHOW HEWTPONEHHWH, WCIOJIh30BAHWE AHTHOMOTHKOB M YaCTOTY
TOCMUTAIU3AUY [10CJIE MHAYKIIMOHHON XUMHUOTEPANUH 110 NTOBOAY OCTPOIr0 MHUENIOJIEHKO3a WIH
MHUEN0a0JIaTUBHON TEpanmuu C TOCIEAYIOIed TpaHCIUTaHTalMeld KOCTHOro Mosra. Yacrora
MOBBILICHUS] TEMIIEpaTypbl Tejla W JAOKYMEHTHPOBAaHHBIX MH(EKUUH HE CHMKalach B 00eHx
cutyanusax. [IpoaomKUTenIpHOCTh NEPHOAA NOBBILICHHUS TEMIIEPATyphl TENa HE CHUXKAIACh Y
NAlMEeHTOB, IOJIyYaBIIMX MHEN0Aa0NaTUBHYIO TEpaluio C TOCIEAYIOUled TpaHCIUIaHTaluen
KOCTHOTO Mo3ra. [IpumeHnenue ¢puirpacTuMa Kak caMOCTOSITENIFHO, TaK U MOCIe XUMHUOTEPAITUH,
MOOUJIN3YeT TeMOMOATHYECKHE KIETKU-TIPEAIIECTBEHHUKN B TMepUpEepHUUecKyl0  KpOBb.
Bo3moxen 3a00p MOOMIM30BAaHHBIX TakuM OOpa3oM ayTOJOTHMYHBIX T'€MOMOITHYECKUX
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KJIETOK-TIPEAIIECTBEHHUKOB U3 TIEpH(PEPHICCKOH KDOBI/I( Wéﬁl‘:l E[%?E"ﬁgé'ﬁh%hgfﬂ{ -Iv—'gnef/'l

UX IIOCJIE 3aBEPILIEHUS BBICOKOJ03HON IMTOTOKCUYECKOMN Tepaluy BMECTO WM B JOIOJIHEHUE K
TpaHcmiaHTanuu koctHoro mosra. Mugysus KIIIN TIK yckopsier BoccTaHOBIIEHHE TeMOI033a,
CHW)KAET MPOJOJDKUTEIBHOCTh INEPHOAA PUCKA PA3BUTHS T€MOPPArM4YECKUX OCJIOXKHEHMM U
HE00X0AMMOCTh NepenuBaHus TpoMOonuTapHoil Maccel. ¥ perunuentos amutorenssix KIIIN TTK,
MOOWJIN30BAaHHBIX (PUITPACTIMOM, OTMEUYAIOCHh 3HAYUTEIHHO O0iee OBICTPOE TeMaTOJIOTHUECKOe
BOCCTAHOBJICHHE, MPUBOAMBIIEE K 3HAYUTEIBHOMY COKPAIIEHUIO BPEMEHH 10 BOCCTAHOBIICHUS
KOJIN4YeCcTBa TPOMOOLIMTOB 0€3 COOTBETCTBYIOLIEH MMOAEPKUBAIOILEH Tepanuy, 0 CPaBHEHHUIO €
QJUIOTEHHOM TpaHCIUIaHTallMed KocTHOro Mosra. B mpoBogumom B EBporie peTpocneKTHBHOM
UCCJIEIOBAaHUM OlleHMBad ucnoyib3oBanue [-KC® mnocne ainoreHHoM TpaHCIUIaHTAlUU
KOCTHOTO MO3ra y MAaIMeHTOB C OCTPBIMHU JIeHKO3aMH, B pe3yibraTe ObUIO0 3ahUKCHpPOBaHO
MOBBIIICHUE DPHUCKA PEAKLUUU «TPAHCIUIAHTAT IMPOTHB XO35MHA», JIETAIBHOCTH, CBS3aHHOU C
TpaHCIUIaHTalMed (MOCTTPAHCIUIAHTAIlMOHHAS JIETAIBHOCTh), W OOIIEH JIeTaJIbHOCTH IpH
npumeHeHnn [-KC®. B oraenbHOM peTpOCHEKTUBHOM MEKIYHAPOJIHOM HCCIECJOBAHUU Y
HNAlMEHTOB C OCTPHIMH M XPOHUYECKMMM MHENOJIEHKO3aMHU HE ObUIO MPOAEMOHCTPUPOBAHO
BIMSIHUA TOJOOHOM Tepaluu Ha PUCK peaklUM «TPAHCIUIAHTAT IPOTHB XO3AUHAY,
HOCTTPAHCIUIAHTALMOHHYIO JIETAIbHOCTh M OOILYIO JIETAIBHOCTh. MeTa-aHalu3 HCClle0BaHUM
[P aJUIOT€HHOM TPaHCIUIAHTAIlMHM, B TOM YHUCIIE JEBATU NPOCHEKTUBHBIX PAHIOMH3UPOBAHHBIX
UCCJIEIOBAaHUM, BOCbMU PETPOCHEKTUBHBIX MCCIEIOBAaHUNM U OIHOIO MCCIENOBAaHUS THUIIA
«CITy4al-KOHTPOJIb», HE BBIABWJI BIMSHUS JAHHOW TepalMM HAa PUCK OCTPOM U XPOHUYECKOMU
peaKuuu «TpaHCIUIAHTAT NMPOTUB XO3iMHA» WU PAHHEW CBA3aHHOW C TEpanued JeTaJbHOCTU
(Tabmuma 3).

Ta6munma 3. OtHocutenbHbIN puck (95% JIW) peakuuu «TpaHCIIaHTAT MPOTUB XO3SIMHA» U

MOCTTPAHCINIAHTAIUOHHAs JICTAJIbHOCTL IIPHU HUCIOJB30BAHUU I'-KC® mnocne TPpaHCIINIAaHTAaIuN

KOCTHOI'O MO3ra

Octpas peakuus XpoHuyeckasn
HocrTpancniaan-
Ilepuon «TPAHCIVIAHTAT peakumuu
yoankanus Homep TAIHOHHASA
HCCJIeN0BaAHMS TMPOTHUB X03ANHA» «TPaHCIIAHTAT
JIeTAJILHOCTh
II-1V crenenn NMPOTHB X03AHHA)»
MeTtaaHanm3 19862001 2 1198 1,08 1,02 0,70
(2003) (0,87; 1,33) (0,82; 1,26) (0,38; 1,31)
EBponeiickoe 1992-2002 ® 1789 1,33 1,29 1,73
PETPOCIEKTUBHOE (1,08; 1,64) (1,02; 1,61) (1,30; 2,32)
HCCIIeIOBAaHNE
(2004)
MexnyHapoaHoe 1995-2000° 2110 1,11 1,10 1,26
PETPOCTIIEKTUBHOE (0,86; 1,42) (0,86; 1,39) (0,95; 1,67)
HCCJIeIOBaHKE
(2006)
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COOTBETCTBYET ZKCNEPTHOMY OTUETY

TEUYEHWe JAHHOTO IIepHoAa; B  PsJE HCCICJOBAHMH TNPHUMEHsUICS I'PaHyJIOLUTapHO-MakpodaraibHbINH
KoJloHuecTuMynupytomuit pakrop (IM-KCD).

"B aHaJIn3 BKIIIOYCHBI MMaMUCHTHBI, IEPECHCCUINE TPAHCIITIAHTAIUIO KOCTHOTO MO3ra B TCUCHUC JaHHOTO IICpUoaa.

Ipumenenue unepacmuma ons moounuzayuu KIII" ITK y 300po6vlx 00HOpo8 nepeo anioceHHoll
mpancnaaumayueu KIIT" [IK

VY 3M0pOBBIX JOHOPOB MpHUMEHEHHE TpemapaTta B no3e 10 MKI/Kr/cyt (IIOAKOKHO) B TEUCHHE
TOCNIeNOBaTeNbHBIX 4—5 nHell obecreunBaZo BO3MOXHOCTH 3abopa > 4 x 10° CD34°
KJIETOK/KT Macchl Tella peluNieHTa y 00JIbIIMHCTBA JOHOPOB MOCIIE IBYX MpoLeayp Jielikadepesa.
[Ipumenenue gunrpactTuma y narueHToB (aetei minu B3pocnbix) ¢ TXH nmpuBoamiio k CTOMKoMy
MOBBILICHUIO a0COIIOTHOTO YKcia HEUTPpOopHIIoB B nepuepruuecKkoil KPOBU U CHUKEHHIO YaCTOTHI
UHPEKIMA W CBSA3aHHBIX C HUMHU sBieHuil. [IpuMeHeHwe ¢unrpacTimMa y MaIMEHTOB C
BUY-undexnueit moanepxuBaao HOPMAIbHOE YHUCIO HEUTpoPHiIoB, 4YTO obecrneuynBaio
BO3MOXXHOCTh MPOBEJICHHS POTUBOBUPYCHOM U (WJIM) APYroil MHUEIOCYIPECCUBHOMN Teparuu B
3aIIaHUPOBAHHBIX PeKUMaxX J03UpoBaHus. JJaHHBIX 0 TOM, 4TO y nanueHToB ¢ BUY-undexunei
npuMeHeHrne QuiarpacTuMa nosbimaeT peruukanuio BUY, momyueHo ne Obuto. Kak u npyrue
remornoatuueckue ¢akropsl pocra, ['-KCD nemoHCTprpoBas CTUMYIHPYIOIIEe BO3IEHCTBUE HA
KJIETKH DHJIOTEINS YEJIOBEKA in Vitro.

5.2. ®apmMaKkoKHMHETHYECKHE CBOMCTBA

AOGcopOumst

[Tocne TOIKOXHOTO BBEACHHS B PEKOMEHIYEMBIX [103aX KOHIICHTpamus Quirpactuma B
CBIBOPOTKE KPOBH IMOJIJIEpKUBaiach Ha ypoBHE > 10 Hr/mMi B TeyeHue 8—16 gacos.

Pacnopenenenne

Knmpenc ¢punrpactuma nociue ero rmoaKoKHOTO U BHYTPUBEHHOTO BBEJCHUS, KaK OBLIIO TTOKa3aHoO,
omnuchiBaeTcs (PapMaKOKMHETUYECKOW MOJenbpi0 mepBoro mopsaka. OO0beM pacmpeseneHus
¢dunrpacTuMa B KPOBHU COCTABIISIET MPUOTU3UTENHHO 150 MI/KT.

JInHENHOCTh

Nmeetcs momokuTeNbHAS TMHEHHAS KOPPEISIITUS MEXKY 10301 M KOHIIEHTpamuei puinrpactuma
B CBIBOPOTKE KPOBH KaK IPU BHYTPUBEHHOM, TaK U MOAKOXHOM BBEICHUHU.

DJIMMUHALMS

[lepuon momyBbIBeIeHUs (PruIrpacTUMa M3 CHIBOPOTKH KPOBHU COCTABIISUT MPUONIH3UTEIBHO 3,5
Yyaca, CKOPOCTh IJTUMHUHAIIMKA COCTABISAET MPUOIM3UTENhHO 0,6 Mi/MHUH/KT. J{muTenpHas nady3ust
durpactuma B TedeHue A0 28 nHEW y MAIMeHTOB, HAXOMASIIUXCS B MEPHOAEC BOCCTAHOBICHUS
MocJie ayTOJOTMYHOM TpaHCIUIAHTAllMM KOCTHOTO MO3ra, HE€ MPUBOJMIA K KyMYJISIUU

¢mirpacTiMa 1 XapakTepHu30Baiach CPABHUMBIMU 3HAUECHUSIMU NIEPUO/1A TTOTYBBIBEICHHUS.
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6. PAPMAIIEBTUYECKHE CBOMCTBA
6.1. Ilepeuenb BcoMoraTe/ibHbIX BelIeCTB
MaHnHuTON

Hexctpan 60000

Harpus anerara tpuruapar

VYkcycHas kucnota geasHas (s koppekuuu pH)
Bona o1 nabeximi

6.2. HecoBmMecTUMOCTH

Bcnencreue (apmarneBTHUECKON HECOBMECTHMOCTH (MITPAcTHM Henb3s cMmemuBath ¢ 0,9%

pacTBOPOM HATPHUS XJIOPHUIA.
JanHblif mpenapaT He cleAyeT CMEUIMBaTh C JAPYTUMHU JIEKapCTBEHHBIMHU IIpernapaTamu, 3a
UCKITIOYEHHEM YIIOMSHYTHIX B pazjene 6.6.

6.3. Cpok rognocTu (CpOK XpaHeHHU)

2 rona.

6.4. OcoOble Mepbl MPEI0CTOPOKHOCTH MPHU XPAHEHU U

XpaHUTh B OpPUTHHAIBHON yIakoBKe (TTauke KapTOHHOM) JIJIs 3aIUTHI OT CBETa IIPHU TEMIEpaType
ot 2 no 8 °C.

6.5. XapakTep u coepkaHue NePBUYHON YIAKOBKH

ITpu opousBonctee Ha AO «BUOKAI», Poccus

ITo 0,5 mi unu 0,8 mu1 mpenapaTa MOMENIAIOT B TPEXKOMIIOHEHTHBIN CTEPUIIBLHBIA ILIMPHUIL U3
Oec1IBETHOTrO HEUTpaJbHOTO cTekIa | ruaponuTuyeckoro kinacca. Lmpuiy ¢ o1HOM CTOPOHBI UMEET
BIASHHYIO UIJIy JJI1 UHBEKLIMHA U3 HEp)KaBEIOLeH CTalM, KOTOpas 3allMileHa IIacTMacCOBBIM
KOJIMMAYKOM C OYTHIIKAy9yKOBBIM YIUTOTHUTENEeM. [Inpuil yKymopeH 3JacTHYHBIM YIUIOTHUTEIEM
Ha MOPIIEHb U IITOKOM MOPIIHS.

Ha kax b1l mpui HaKJIEUBaIOT CAMOKJISSIIITYIOCS STUKETKY.

ITo 1 mmpuiyy momeniaroT B KOHTYPHYIO SSYEMKOBYIO yIaKOBKY W3 IuieHKH [1BX.

[Io 1 wiM 5 KOHTYpHBIX SYEHKOBBIX YIMAKOBOK BMECTE C HHCTPYKIMEH MO MEIULUHCKOMY
MPUMEHEHHUIO MOMEIIAIOT B MAYKy U3 KapTOHA.

JlomyckaeTcst HakIeuBaHHe STUKETKH KOHTPOJIS MIEPBOT0O BCKPBITUS HA MayKy U3 KapTOHA.

ITpu npousBonactee Ha OO0 «IIK-137», Poccus

[To 0,8 mn mpemapara momemalT BO (prakoH M3 OeclBETHOro HEWTpadbHOro crekia I
THJIPOJIUTUYECKOTO Kjlacca, YKYINOPEHHBbIH OpoMOYTHIIOBOM PE3HMHOBOW IMPOOKOW, ¢ 0OKaTKOM
QTIOMUHHMEBBIM KOJIMTAYKOM C TUIACTUKOBOW Kphimkon Tuma «flip-offy. Ha kaxnmeiii drakon
HAKJIEMBAIOT CAaMOKJIESIIYIOCS STUKETKY.
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[To 1 ¢nakoHy B KOHTYpHYIO SYEHKOBYIO ynaKOBKV':le:ﬁﬂgfi%g:Eﬁﬁ§ﬂEH/fﬁgTEM' 110

MCIUIUHCKOMY MNPUMCHCHUIO ITOMCIIAIOT B MMAYKY U3 KapTOHA.

I[OHyCKaCTCSI HAKJICUBAHUEC STUKCTKH KOHTPOJIA IICPBOI'0 BCKPBITHA HA IAYKY U3 KapTOHA.

6.6. OcoOble Mepbl MNPeIOCTOPOKHOCTH TPH YHUYTOKEHHMHM HCIHOJb30BAHHOIO
JIEKAPCTBEHHOI0 mpenapara WM OTX0A0B, TMOJYYEHHBIX TOcjde NpPHMEHEeHHUs:
JIEKAPCTBEHHOI0 Mpenapara,  Apyrue MaHUMyJIAIMH C PenapaToM

I/IHCTDVKIII/ISI 11O IIPHUT'OTOBJICHHUIO JICKAPCTBCHHOTO ITpCriapara nepeJa NMpuMEHCHNUEM

Ipu Heobxoammoctn npenapar JJEMKOCTHM MoXHO pa3BoauTh 5% pacTBOPOM JEKCTPO3HI.
Hu npu kakux oOCTOSTENHCTBAX HE PEKOMEHAYETCS pa3BeldeHHE MO KOHEUYHON KOHLIEHTPAlUU
menee 2 MKT (0,2 mma ME)/mu. Tlepen mpuMeHeHHEeM MPOBOISAT BU3YaIbHBIA OCMOTP pacTBOpA.
JlomyckaeTcsi mpuMEHEHUE TOJIBKO MPO3PayHbIX PACTBOPOB, HE COJAEPIKALINX BUIUMBIX YACTHII.
Jns manueHToB, moJiydaromux (UIrpacTuM, pa3BedeHHBIA 10 KOHIIEHTpAIMHd MeHee 15 MKr
(1,5 mtH ME)/Mn1, HeoOXoauMoO TPUOABUTH YETOBEYECKUNM CBHIBOPOTOUYHBIH adbOyMHH 10
KOHEYHOUN KOHIICHTPAIMH 2 MT/MII.

[Tpumep: B KOHEUHBIH 00beM HHBEKIHH 20 MJI, CollepKamiei o0y 103y GuirpactTuMa MeHee
300 mxr (30 maa ME), Heo6xoaumo no6asuts 0,2 mi 20% pacTBopa 4eloBe4ecKoro amp0yMruHa
(EBp.®.).

Ipenapar JJEMKOCTHM He conepKuT KOHCEPBAHTOB. Y UHTHIBAs BO3MOKHEIH PUCK MHKPOGHOI
KOHTAMUHALIMK, TPEBAPUTENLHO 3aIONHEHHbIE WMpHIbl ¢ Tnpenapatom JIEMKOCTUM
npeAHa3HayYeHbl TOJIBKO JUIsl OJAHOKpaTHoro mnpumeHeHus. Ilpu passenenun 5% pacTBOpOM
JIEKCTPO3bI Ipenapar JIEMKOCTHM COBMECTUM CO CTEKIIOM U MIAPOKHAM CHEKTPOM MIJIACTUKOB,
B TOM YHCJIE TMOJIUBUHWIXJIOPUIOM, NOJUO0NePUHOM (COMOJMMEPOM TMOJUMPONUIEHA U
MOJIMATUIICHA) U TIOJTUTIPOTTHIICHOM.

HWHCTpYKIUS 110 IPUMEHEHHUIO, O6DaH_ICHI/IIO U YHUYTOXKCHHUIO

Heo6xonnMo n3berath 3HEpruuHOro BCTPSAXUBAHMUA.

Ilepen BBeneHWeM pacTBOp NIpemnapara JIEUKOCTHUM CIIEIyeT OCMOTPETh HAa NPHUCYTCTBHUE
MOCTOPOHHUX BHJIMMBIX dYacTull. JlomyckaeTcsi BBEIEHHE pacTBOpa TOJBKO 0€3 Hanuuus
IIOCTOPOHHUX BUIAUMBIX YACTHILI.

D1aKOHBI U TIPEIHATIONHEHHBIE IIpHIIEI ¢ penapaToM JIEMKOCTUM npeHa3HaueHE! TOIBKO
JUIS1 OTHOKPATHOTO UCITOJIB30BaHUS.

[Tonaganue neKapCTBEHHBIX IPEMApaToB B OKPYXKAIOIIYI Cpedy MOJKHO OBITh CBEIEHO K
MUHUMYMY. Bech ocTaBIIMICS JEKapCTBEHHBIN IpernapaT U OTXOAbl CIEIYET YHUYTOXKUTH B
yCTaHOBJIEHHOM mopsike. He nomyckaercs yrumusamus npenapata JJEMKOCTUM ¢ momonisio
CTOYHBIX BOJI WJIM BMECTE C OBITOBBIMU OTX0AaMHU. [10 BO3MOXKHOCTH HEOOXOUMO HCITI0JIb30BATh
CIEUAJIBHBIE CUCTEMBI Ul YTHIIN3ALMH JIEKaPCTBEHHBIX MTPENAapaToB.
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7. AEPXKATEJIb PETUCTPAIHIUOHHOI'O YAOCTOBEPEHUSA

Poccniickas @enepanns

AO «bUOKAI»

198515, r. Cankrt-IleTepOypr, BH.Tep.r. mocenok CtpenbHa, yi. Ceszy, 1. 38, ctp. 1, momenr. 89.
Ten.: +7 (812) 380-49-33.

®axc: +7 (812) 380-49-34.

Anpec 3neKTpOoHHOM nouThl: biocad@biocad.ru

7.1. IlpeacTaBUTEb J€p:KATE/Isl PETrHCTPALMOHHOIO Y10CTOBEPEHH

IIperensuun norpeduTesiell HATPABIATS 10 AIPECY:

Poccniickas @enepanns

AO «bUOKA I»

198515, r. CankTt-IleTepOypr, BH.Tep.r. mocenok CtpenbHa, yi. Ceszy, 1. 38, cTp. 1, momenr. 89.
Ten.: +7 (812) 380-49-33.

®axc: +7 (812) 380-49-34.

Anpec 3neKTpOHHOM nouThl: biocad@biocad.ru

8. HOMEP PET'UCTPAIIMOHHOI'O YIOCTOBEPEHUSA

9. TATA NEPBUYHON PETMCTPALIMA (IIOATBEPXKJIEHHUS PETMCTPAIIUMN,
INEPEPETUCTPAIIUN)

JlaTa mepBoi perucTpanuu:

10. TATA IEPECMOTPA TEKCTA

OO6mas  XapakTepUCTHKAa JeKkapcTBeHHoro mpemapata JIEMKOCTHMM — jpoctynHa Ha

I/IH(I)OpMaI_II/IOHHOM nopraje EBpa3HﬁCKOFO O9KOHOMHYCCKOTO COr3a B I/IH(I)OpMaI_II/IOHHO-

KOMMYHHUKAIMOHHOH cetn «MHTepHeT» https://eec.eacunion.org/
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