COOTEBETCTBYET DKCIMNEFTHOMY QTYETY

ot 16.10.2024 Ne 22657

OBIIAS XAPAKTEPUCTUKA JTEKAPCIBEHHOTOIIRENAPATA L HOCTE 0001)

1. HAUMEHOBAHMUE JIJEKAPCTBEHHOI'O ITPEITIAPATA

Hetinomakc, 30 mutn ME/Mi1 pacTBOp JUTsl BHYTPUBEHHOTO | ITIOJIKOYKHOTO BBEJICHUS.

2. KAYECTBEHHBIA U KOJIUYECTBEHHbBINA COCTAB

2.1.  OO0uiee onucanmne

YenoBeuecknii rpaHyIONUTApHBIN KooHUecTUMysmpytomuid dakrop (I'-KCD) mpexacrasmsier
co00il TIUKONPOTEHH, PETYIUPYIOMUNA MPOAYKIUIO U BBICBOOOXKIEHUE (YHKIIMOHAIBHBIX
HeilTpoduinoB wu3 koctHoro Mo3ra. [Ipemapar Helinomakc conepXuT pPeKOMOMHAHTHBIN
METHOHMIMPOBaHHBIN YenoBeueckuit [ -KCD (punrpactum).

2.2. KavecTBeHHBIIi U KOJMYeCTBEHHBIIl COCTaB

JeiicTBytoliee BEmeCTBO: (GUIATPACTHM.

B 1 mu1 pactBOpa [1st BHyTPUBEHHOTO U OJKOXKHOIO BBesieHus conepxkurcs 30 muin ME

(300 mkr) dunrpactuma.

B kaxxnom dnakone ¢ 1,6 M pactBopa conepxkutcs 48 miaa ME (480 Mkr) puirpactuma.
BcrnomoratenbHble BelIecTBa, HAJIMYKWE KOTOPBIX HAJO YYUTHIBATH B COCTaBE JIEKAPCTBEHHOTO
npenapara: HaTpuid, copOuTo (cM. pazzaeinsl 4.3 u 4.4).

[TonHbIN TTepedYeHb BCIIOMOTATEIbHBIX BEIIECTB MPUBENICH B moapaszene 6.1.

3. JEKAPCTBEHHAS ®OPMA
PactBOp /151 BHYyTPUBEHHOTO U MOJKOKHOTO MPUMEHECHHUS.
becuBerHass WM clierka »eJITOBAaTOrO 1IBETa, Ipo3payHas WIM cjJabo omnajeciupyronas

KHUAKOCTD.

4., KIMHUYECKUE JAHHBIE

4.1. IloxkazaHusi K NPUMEHEHUI0

IIpenapar HeitmoMakc nmoka3aH K IPUMEHEHUIO Y B3POCIIBIX U JETEH.

° HelTponeHus, GeOpuibHas HEUTPONIEHUS y MAIMEHTOB, MOTYYAIOIINUX ITATOTOKCHYECKYIO
XUMHOTEpAHI0 1O TIOBOAY 3JOKAYECTBEHHBIX HOBOOOpAa30BaHUN (32 HMCKIIOUYEHUEM
XPOHUYECKOTO MHUEJIONEHK03a U MHUENOAUCIIACTHYECKOTO CUHAPOMA), C IIENIbI0 CHIDKEHUS

JUIUTETIbHOCTU HEUTPOTIEHUH U 4acTOThI (eOpUIIbHON HEUTPOTIEHUH;
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° HEUTPOIEHHS Y MALMEHTOB, MONYYarOIinX MUEIQA0Ta THBHYIO e N A o ¢ IOCTie Ay ol

TpaHCIUIAaHTAIlMe KOCTHOTO MO3ra, C MOBBIIIEHHBIM PUCKOM Pa3BUTHUS MPOJOJDKUTEIBHON U
TSHKEJIOW HEUTPOIIEHUH, C UEJbI0 CHUKEHHS JUIUTEIIbHOCTH HEUTPOIICHHH;

. MOOUIM3aMsl  KIETOK-TIPEAMIECTBEHHUKOB TEeMOI033a MepUPEPUUECKO KpOBU Yy
MAIUEHTOB, TMOJYYAOIIUX MHUEJIOCYIPECCUBHYIO WM MHUENO0A0JATUBHYIO TEPalUi0 C
MOCJIEIYIOLIEH ayTOJIOTUYHON TpaHCIIaHTAIlMEN TeMONOATHYECKUX CTBOJIOBBIX Ki1eTok (I'CK);

o MOOUIM3alUsl  KIETOK-TIPEAIIECTBEHHUKOB TeMOMo33a Mepudeprudeckoil KpoBU Y
3JI0POBBIX JOHOPOB Mepen ajutoreHHon TpancruianTamnueit I'CK;

o TsDKENas BPOXKICHHAs, LUKIMYECKas WM HIMOMNaThyecKass HeHTporneHus (aOCOII0THOE
yucno Hertpodunos (AYH) < 0,5 * 10%) y maureHToB ¢ THKEIBIMU WK PELUIUBUPYIOITUMU
MH(pEKIUSIMH B aHAMHE3€ C IIeJIbI0 YBEJIWYEHHUS YUClia HEUTPO(DUIOB U CHMXKEHUS YacCTOTHI U
POJOJDKUTEILHOCTA WHPEKIIMOHHBIX OCIIOKHCHHIA,

. ctoiikas Heltponenus (AUH < 1,0* 10%1) y marmenTos ¢ pasBepHyToii cTaaueii BUU-
WH(QEKIMHA, C UENbI0 CHWKCHHS pHUCKA OaKTepHaIbHBIX HH(EKIUH TpU HEBO3MOXHOCTH

UCIIOJIb30BaHUs APYTUX CIIOCOOOB KOPPEKLIUU HEUTPOIIEHUH.

4.2. PexxuM 103MPOBAHUSA M CTIOCO0 MPUMEHEHHsI

Tepanuto mnpenaparom Heiinomakc HEOOXOAMMO MPOBOJUTH TOJIBKO COBMECTHO CO
CHEIHaINCTaMU OHKOJIOTUYECKOTO IIEHTpa, UMetoIUMHU onblT npuMeHeHus ['-KC® u nedenus
reMaToJOTHUECKUX HapylleHUH, a Takke NpU HaJIUYUU HEOOXOJIUMMOIo JAMAarHOCTHYECKOTO
obopynoanus. [Ipoueaypsl MoOmnu3zauuu U adepes3a JOJKHBI BBITOJHATHCS COBMECTHO CO
CHEHaINCTaMH OHKOI'€MaTOJIOTHYECKOT0 LEHTPA, UMEIOIIMMHU HEOOXOIUMBIA OIBIT B JaHHON
cdepe, a TaKKe B YCIOBUSX, MTO3BOJIIOIINX OCYLIECTBUTh MPAaBUIbHBIH MOHUTOPUHI KJIETOK-
IIPEALIECTBEHHUKOB IeMOII093a.

PexxuM 103upoBaHus

Lumomoxcuueckas xumuomepanusi

Pexomenayemas no3a npenapata Heiinomakc cocrasnsier 0,5 maH EJ] (5 Mkr)/kr/cyT.

IlepBasg no3a nmpenapara Helnmomakc A0/KHA BBOOUTHCA HE paHee yeM uepe3 24 yaca mocie
IIUTOTOKCUYECKOH XUMHOTEpanuu. B paHIOMU3MPOBAaHHBIX KIMHUYECKUX HCCIEIOBaHUIX
HCTIONB30BANIOCh TIOAKOKHOE —BBEAEHME mpemapata B go3e 230 MKr/M? B CyTKH

(4,0-8,4 mMKr/KT/CYT).
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EsxenHeBHble BBeleHUs npenapara Helfromdke HEOOXOMHMO] [PRAOIBKATE | Ho|TeX THOPy [I0Ka

YHCII0 HEUTPOPUIOB HE MPEBBICUT OKUAAEMBIM MUHAUMYM U HE BOCCTAHOBHUTCS JI0 HOPMAaJIbHBIX
3HayeHuid. [locne mpoBefeHHs CTaHJAPTHONW XUMHOTEPAIMH COJHUIHBIX OMYyXOJed, TUM(POM H
auMGOIeHKO30B, OKUJaeMasl AJUTENbHOCTh Tepaluu 10 JIOCTHXKEHHUS yKa3zaHHOro 3¢dekrta
coctaBisieT 1o 14 nneit. Ilocie WMHIYKIIMOHHONW M KOHCOJMAAIMOHHOM Tepamuu OCTPOIo
MHUEJIOUIHOTO JICUKO03a JUTUTEIbHOCTh TePAIUU MOXKET 3HAYUTEIBHO YBeIMUUBaThCs (10 38 qHel),
B 3aBUCMMOCTH OT BHJIa, O3Bl U PEKUMA UCIOJIb30BABIICIHCS IUTOTOKCUYECKON XUMHOTEPAIUH.
VY manueHToB, NOIY4YaroIIUX HUTOTOKCUYECKYI0 XUMHUOTEPAIIUIO, IPEXO0AIee TOBBILIEHUE YnCa
HEHUTpohUIOB OOBIYHO OTMe4aeTcs uepe3 1-2 [HA [ociie Havaja Tepanmuu IpernapaToM
Heiinomakc. OpHako Aisi JOCTHXKEHHUS CTAOMJIBHOTO TEparneBTUYECKOTO 3¢ ¢eKra Teparuio
npernapatoM Helimomakc He cienyeT npekpamarbh [0 OKOHYAHHUS OXKUJAEMOro Iepuoja
MUHUMAJIBHOTO YUCIIa HEUTPO(HUIOB U BOCCTAHOBIICHUS MOKA3aTessl 1O HOPMAIbHBIX 3HAYCHHIA.
[IpexxneBpeMeHHass OTMEHa Tepanuu (GUIrpacTUMOM J0 OKOHYAHUS OKHUIAEMOro Iepuoja
MUHHMAaJIBHOTO YUCIIa HEUTPOPUIIOB HE PEKOMEH TyETCSl.

Hayuenmei, nonyuaswiue mMueiroabIamueHylo mepanuio ¢ NOCieoyiowel MmpaHchnIaHmayuell
KOCMHO020 M032d

Pexomenayemas HauanbHas 103a npenapara Heitmomakc cocrasisier 1,0 miaa EJL (10 mkr)/kr/cyT.
IlepBast no3a mpemapata Heilmomakc noikHa BBOAMTHCA HE paHee uyeM depe3 24 4 mocie
LUTOTOKCUYECKOW XMUMHUOTEpPAIIUU U HE paHee ueM uepe3 24 4 mociie UHPY3UH KOCTHOI'O MO3Ta.
[Tocne ucTeueHus mnepuoja MUHUMAIBHOTO 4YHcla HEHTpodMIOB CyTO4YHas J03a Mpemnapara

Heiinomakc TUTpyeTcsi B COOTBETCTBUH C OTBETOM HEHTPODUIOB CIEIYIOIINM 00pazoM:

AOGCOIIOTHOE YHCIIO HEUTPO(PUIIOB Koppekuus no3sl npenaparta Heiinomake

>1,0x10%n1 B Teuenue 3 mocnemoBarensHbix | CHU3UTH 103y mpenapata Heinmomakc [0

HEeH 0,5 muu EJI (SMkr)/kr/cyT

Ecmu AUH octaercs Ha yposre > 1,0x10%n1 B | OT™MeHHTS Tepamnuio npenapatoM Heitmomakce

TedueHue 3 MOCJIEIOBATEIbHBIX JHEH

Mpu cumxennun AUH <1,0x10%n B TeueHne mepuosia Tepanmuu 103a mpemapata Heifomakc

JOJDKHa OBITh BHOBb YBCJINYCHA B COOTBCTCTBUHU C IPUBCACHHBIMU BBIIIC STAallaMU

Mobunuzayus 2emonodsmuyeckux Kiemox-npeouleCmeeHHuKos us nepugepuveckou kposu (KIII"
IIK) y nayuenmos, nonyuaowux MuerocynpeccusHylo uiu MueroabiamusHylo mepanuro ¢
nocneoyroueti aymoaocudHol mpanchianmayuen 2emonodmuyeckux cmeonoguvix kiemox (I'CK)

Pexomentyemas no3a npenapara Heitnomaxc mis moomnmsanuu KIIIN ITK npu npumenenun B
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Brze MoHoteparuu coctaisieT 1,0 e EJT (J0 Mkr)/Ki/eyr B pedesne, §+7 mocie A0BaTelBHBIX

naeit. Cpoku mipoBeneHus Jielikadepesa: oqHOM WIHM JBYX HPOLEAYp Jeukadepesa B 5 u 6 JTHU
00BIYHO AOCTAaTOYHO. B Apyrux yciaoBusiX MOXKeET MOTPeOOBATHCS IPOBEAECHUE TOIOJHUTENIBHBIX
npouenyp Jneiikagepesa. Tepanuio npenaparom Helinmomakc HeoOX0auMO MPOAOIKATH 10
MOCJICTHEH MPpOIIeaYpHI Jeiikadepesa.

Pexomennyemas no3a mnpenapara Helinomakc ans  moOunumzaumu  KIII IIK  mocrne
MUEJIOCYNPECCUBHOM XuMuoTepanuu coctarisiet 0,5 miH. EJ (5 MKT)/Kr/CyT, HaUMHAsI C TIEPBOTO
JIHS T10CJI€ 3aBEpLICHUs] XMMUOTEPANUH U J0 UCTEYEHUS 0KMAAEMOro MepHOoJa MUHUMAIBHOIO
yyclia HeUTpouUIIOB, a TaK)Ke BOCCTAHOBJICHH S IOKA3aTeNsl 10 HOPMAJIbHBIX 3HAYEHUI.
Jleiikadepe3 ciemyer BBINOJNHATH B TeueHUE mepuoaa, korga 3Hadenuss AYH naxonstcs B
nuamasone ot <0,5x10%m mo >5,0x10%n. i manueHToB, He MOJTy4aBIIUX HMHTCHCUBHOMN
XUMHUOTEPANHUK, YacTO JOCTaTOYHO OJHOW Tpoueaypsl Jehkadepesa. B apyrux curyanusx
PEKOMEH IyeTCs IPOBEIEHUE TOMOTHUTENBHBIX MPoLeaAyp Jeiikadepesa.

Mobunuzayusa KIII' IIK y 300possix 0oHopos neped annoeennou mpaucnianmayuei I CK

Jis moomnuzamuu KIIT TIK y 3mopoBsix qoHOpOB mpenapat Heiirmomakc JoKeH BBOJUTHCS B
no3e 1,0 mute EJ] (10 Mkr)/kr/cyT B TeueHue 4 — 5 mocnenoBaTeNbHBIX HEH. JIefikadepes nomken
OBITH HauaT HA MATHIA JCHb U MPOAOJDKATHCS 0 MIECTOro JIHS MPU HEOOXOAUMOCTH, A0 3abopa
4x10% CD34" ki1eToK/Kr Macchl Teja peLMIUEHTA.

Tayuenmoi ¢ masicenou 8pOHCOEHHOU, YUKTUYECKOU UIU UOUONAMUYECKOU Hellmponenuel
Bpoxnennas HEUTPOIECHMUS: peEKOMeHIyeMast HayvaJabHas J103a COCTaBJISIET
1,2 man. EJl (12 MKr)/Kkr/cyT ¥ BBOJUTCS OJHOMOMEHTHO JIMOO pa3/eisieTcsl Ha HECKOJBbKO
BBeZIeHU. ManonaTnyeckass Wiy UUKIMYECKass HEUTPOIICHUS: PEKOMEHIyeMasl HadaJlbHas J103a
coctaisger 0,5 maH EJ (5 Mkr)/kr/cyr ¥ BBOJAMTCA OJHOMOMEHTHO JHOO pasjensercs Ha
HECKOJIBKO BBEJICHUM.

Koppeknusa no3er: npenapar HeWnomakc AOMKEH BBOAUTHCA €KEIHEBHO, IOJAKOXKHO, 0
JOCTHKEHHS ¥ BO3MOKHOCTH MOJIEPKAHUS YHCIa HEHTpoduaos Ha yposHe >1,5x10°,

[Tocne moctmkeHus oTBeTa MoAOMpaeTcss MUHUMabHas d(QekTuBHAs 1032, 0OecTeunBaronas
ero nojjepkanue. JlnuTenbHas eXeAHEBHas Tepalnus HeoOXoauMa JUisl TOJJepXaHHUs ducia
HelTpoduiioB Ha afekBaTHOM ypoBHe. [locne 1 — 2 Henens Tepanuu HayaabHast 1032 MOXKET OBbITh
YBEJIMUYEHA WM YMEHBIIEHA B 2 pa3a B 3aBUCUMOCTH OT OTBETa NanueHTa. B nanpHeimem 1o3a
MOJKET KOPPEKTUPOBATbCA MHIUBUAYAIBHO Kaxable 1 — 2 Henenu Juist MOAJIepKaHus CPETHErO

ypcna Heiirpodmnos B aquamasone ot 1,5x10° 1o 10 x10°. Pexumel, npeycMaTprBaromye Gonee
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OBICTPOC YBEIMYCHHE J03BI, MOTYT PACCMATPUBATECS Y I[ALHCHOB| CYFIKCABIMY- H (peKusym B

KIIMHUYECKUX HUCCIEAOBAHUAX Y 97% OTBETHUBIIUX MAIMEHTOB IMOJIHBIM OTBET OTMEUAJCS MPHU
NpUMEHeHUH Tpenapata B fAo03ax <24 MKr/kr/cyr. be3omacHOCTh ATUTENBHOH Tepamnuu
npenaparoM Heitnomake B go3ax < 24 MKI/KI/CYyT y TAIMEHTOB C TSHKEIOHW XPOHHYECKOU
neritponienueit (TXH) He ycraHoBieHa.

Hayuenmoi ¢ BUY9-unghexyuetl

C uenpo KymupoBaHUs HEUTPONICHUU: PEKOMEHIyeMasl HadallbHas J103a npenapara Heitmomakc
coctapimsier 0,1 muH. EJI 1( MKr)/Kr/CyT ¢ NOCHEAYIOMHUM TOCTEIICHHBIM TOBBIIICHUEM JI0
MakcumyMm 0,4 maH. EJ (4 MKT)/Kr/cyT 10 JOCTHDKCHHS M MOAJACPKAHUS HOPMAJIBHOTO YHCIIa
nelitpopunos (AUH >2,0x10%m). B xameMYeckmx wnccienoBanusx y >90 % marmeHToB
OTMEUaJICd OTBET IMpU MPUMEHEHUM I[IpenapaTta B YKa3aHHbIX [J03aX, 4YTO IIO3BOJISJIO
KOpPPEKTUpOBaTh HEUTPONEHUIO B TeueHue 2 AHel MenuaHa). Y HEOOJBLIOrO KOJIMYECTBA
narueHToB (<10 %) TpedoBanock npuMeHeHue npemnapata B 1o3ax 10 1,0 mua EJ (10 mkr)/xr/cyT
JUTSL KOPPEKIIMH HEUTPOIICHUH.

Jns moanep)aHus HOPMAIBHOTO 4YHCIAa HEUTPO(UIIOB: TOCIE KOPPEKIHWU HEHTPOIICHUH
HE00XO0IUMO OTIpe/IeIICHNEe MUHUMAITBHOHN 3 PEKTUBHOM /103bI, HEOOXOTUMOMN IS TTOAICPIKAHUS
HOPMAJIBHOTO YHClia HEUTpouiioB. B kauecTBe HayalbHON KOPPEKIUH J103bI PEKOMEHIYETCS
mo3a 30 mma EJ[ (300 Mkr) B cyTkd, BBoguMas dYepe3 JeHb. MokeT mnorpeboBarbes
JIOTIOJTHUTENIbHAS KOPPEKIHs J03bI B 3aBUCHMOCTH OT 3HaueHwid AYH y mnammenrta s
TIO/Iep KaHHs UKciIa HeHTpoduIoB Ha yposHe >2,0x10%1. B KIIMHNUECKNX HCCIIeI0BAHMAX OBIIO
HeoOxoaumo BBesaeHue npenapata B go3e 30 maH EJ[ (300 mxr) B cyTku 1 — 7 pa3 B Hezento Ais
nozepxanus 3Hadenuit AUH na yposre >2,0x10° npu Me/muaHe 4acToTHI BBEJIEHHUS TIpenapaTa,
cocTaBuBIlEH 3 pa3a B Hejaemto. /lnurenbHas Tepanus MOXET NOTpeOOoBaThCs ISl MOAEpKaHUS
3HaueHuit Ha ypoBHe AUH >2,0x10%/11.

Oco0ble TPVIIILI TAIMEHTOB

Tlayuenmul noscunoco eospacma

B knuHMueckue wuccnenoBaHus GuiIrpacTuMa ObLIO BKJIIOYEHO HEOONBIIOE KOJIUYECTBO
MalMEHTOB MOXKWJIOTO BO3pacTa, OJHAKO CIEHHAIBHBIX WCCIEAOBAHWI B JAHHOW BO3PAaCTHOM
rpynmne He TpPOBOAWIOCH, M IMO3TOMY HEBO3MOXHO JaTh KOHKPETHBIE PEKOMEHIAIUU 10
JIO3UPOBAHUIO MpenapaTa y JaHHOU MOMYJIALNY.

Hapywenue ¢pynkyuu novex

B HUCCICIOBAHUAX (bl/IJ'II'paCTI/IMa Y NAnUEHTOB C TAXKCIIBIM HAPYIICHHUEM (1)YHKI_II/II/I IIOYECK HIIN
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MedeHH  ObUIO  IIOKA3aHO,  YTO  JIAHHBIA  TIPQWAPAT[| [ XAPAKICPHBYRTGA (- [OX QIHBIMU

(apMaKOKMHETUYECKUM U (DapMaKOAMHAMUYECKAM NPOPHISIMHU C TEMH, KOTOPbIE OTMEUAIOTCS Y
NAUEHTOB C HOPMAJIbHBIMU COOTBETCTBYIOIIMMHU IoOKa3aTessiMu. Koppekuuu 103bl y JaHHBIX
NalMEHTOB He TpeOyeTcsl.

€T’
Jlemu ¢ TXH u 310xa4ecmeennviMu Onyxoisamu
B nporpamme uccnenoBanust TXH 65 % manuentoB Obumu miaame 18 ner. DddexruBHOCTD
TEpaluy B JAHHOM BO3PACTHOW IpyIIE, KOTOPYIO NMPEUMYIIECTBEHHO COCTABUJIM ITALIUEHTHI C
BPOXKJIEHHON HeHTporeHuei, Obula odeBuAHA. Pa3nuuus B OTHOIIEHHMHM O€30IIaCHOCTH IpHU
OpUMEHeHUH Tpenapata y Jnereid, crpagaBmmx TXH, He 3aduxcupoBano. Pesymbrarsbl
KJIMHUYECKHX MCCIIeOBaHUN (uarpactuma y jaereil mokasaid, 4TO ero 0e30MmacHOCTh U
3¢ (EeKTUBHOCTh aHAIOTUYHBI KaK y B3pOCIbIX, TaK U Y AETeH, MOJy4YaroIluX UTOTOKCUYECKYIO
XuMHoTepanuio. PekoMeHanumu no JOo3MpoBaHUIO Ipenapara y AeTedl aHaJIOTMYHbl TAKOBBIM Y
B3POCJIbIX, OJYYaAIOIINX MUEIOCYIIPECCUBHYIO IIMTOTOKCUYECKYIO XMMUOTEPAIIHIO.

Cnoco0 nnpuMeHeHus

Llumomoxkcuueckas xumuomepanusi

[Ipemapar HeiimoMakc MOXET BBOJUTHCA €XKEAHEBHO B BHJE IOAKOXKHOM HMHBEKIUH WU
BHYTPUBEHHOW MH(Y3MH (mocie pa3BeaeHus 5% pacTBOpPOM JAEKCTPO3bl, B TedeHue 30 MuH)
(cm. pazzen 6.6.). B OonbIIMHCTBE CiTy4aeB MPEANOUYTUTEIFHO TTOIKOKHOE BBEICHHE TIperapara.
B pamkax uccieoBaHUsl OJJHOKPATHOTO BBEACHHUS OBbLIM IMOJIyY€HBI JJOKAa3aTeabCTBAa TOTO, YTO
BHYTPUBEHHOE BBEJCHUE IIpernapara MOXKET YKOpauuMBaTh [UIMTENBHOCTH €ro 3(dexTa.
KinHnyeckass 3HaYMMOCTh ATHX JAaHHBIX TNPUMEHUTENIBHO K MHOTOKPATHOMY BBEJIEHUIO
npenapata HescHa. BpiOop cmocoba BBeneHHs IpenapaTa 3aBUCUT OT HHJIMBHUIYaJIbHBIX
KJIMHUYECKHX OOCTOSTENbCTB.

THayuenmoi, nomyuaguiue MuenoabIamueHylo mepanuio ¢ nociedyrowel mpaHcnianmayuer
KOCMHO20 M032a

[Tpenapat Helimomakc MOXeT BBOJUTHCS MOCPECTBOM BHYTPUBEHHON NH(PY3UU JITUTEIBHOCTHIO
30 mun wiu 24 4, 1u00O TOCPENCTBOM UIMTEIHLHOM TMOJIKOXHOW HH(Y3UH B TeueHue 24 u.

[Ipenapat Heitmomakc HeoOxomumo paszectu 20 vt 5% pacTBopa AEKCTPO3HI (CM. paznen 6.6.).
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Mobunusayus KIII' IIK y nayuenmos, nonyuampuux MuegoCynpac CusiyiQ 1wy mzyqzmqéqur@z@qyygo

mepanuio nocieoyrowel aymoiocuyHou MpAancniaHmayueu 2emonoIMu4ecKux Cmeoa06bix
kremox (I'CK)

[Tpumenenue npenapara Hetinmomakc mist moommmzanuu KIIT TIK nmpu MoHOoTepanuu: npemnapar
HetinmoMakc MOXET BBOJMTHCS MOCPEACTBOM ITUTEIHHOM MOAKOKHOW MHAY3UU B TeueHue 24
YacoOB WJIM TOCPEICTBOM TOJIKOXHOW WHBEKIUHU. J[1s WHPY3MOHHOTO BBEACHHS Ipemapar
Hetinomakc reooxoammo pazsectu 20 M 5 % pacTtBopa aeKcTpo3bl (cM. pazaen 6.6.).
[Ipumenenue npenapara Helimomake mis moommm3anuu KIIT TIK mocne mMuenocymnpeccuBHOU
XUMHOTepanuu: npenapat Heiinmomakce A0mKeH BBOAUTHCS MTOCPEICTBOM MOAKOKHON HHBEKIIUU.
Mobunuzayus KIII' IIK y 300posbix 0oHopos neped annoeennou mpancnianmayuei I CK
IIpenapar Helinomakc n01K€H BBOJAUTHCS MOCPEACTBOM MOJIKOKHON MHBEKIUH.

Tlayuenmui ¢ msoicenoil 8poAHCOEHHOU, YUKTULECKOU UL UOUONAMUYECKOU Helmponenuel
Bposxnennasi, uanonaTuueckas Wi IUKIHYecKas HelTponeHus: npenapat Helinmomakc nomkeH
BBOJIUTBHCS MTOJKOMXKHO.

THayuenmor ¢ BUY9-unghexyuetl

Koppekuust HeHTponeHUH WU MOAJAEpKaHHUE YHcia HEUTPOPHUIOB Ha HOPMAILHOM YpPOBHE:

npcerapar Hetinomaxkc JOJIDKCH BBOJAUTLCA ITOCPCACTBOM ITOAKOKHBIX HHLCKHHﬁ.

4.3. TIpoTuBONMOKA3AHUS

° ['unepuyBCcTBUTENBHOCT, K  (puarpacTuMy, mAITQUATPACTUMY WIH K JIOOOMYy U3
BCIIOMOTATENIbHBIX BEIIECTB, IEPEUNCICHHBIX B pasnene 6.1;

° HACJIeJICTBEHHAs! HETIEPEHOCUMOCTH (PPYKTO3BI (TIperapar CoAep>KUT COpOUTON);

° TsDKENas BPOKIACHHAs HEUTPOIEHUS, CBHUJETENbCTBYIONIAS O Pa3BUTHH JeHKo3a 0o
IIPU3HAKOB JIEHKO3HOH TpaHChOopMaIuy;

° ¢bunarpacTuM He AODKEH MPUMEHSTHCS C ILETbI0 YBETHUYEHHUS /03 ITUTOTOKCHYECKHX
XUMHUOTEPANIEBTHUECKUX MPETapaTOB;

L4 6CpCMCHHOCTB U IEpruoa rpyAHOro BCKapMJIMBaHUA.

4.4. OcoOble yka3aHUsi U Mepbl IPeIOCTOPOKHOCTH IPH NPUMEHEHHH

C 0CTOPOKHOCTBLIO

Heo6xonnmo co0mroaTh OCTOPOKHOCT IIPU HA3HAYCHHUH IIperapara MalueHTaM:

° C CEpPIOBHUIHOKJIETOYHON aHEMHUEH;
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° C TETEPO3UrOTHOM (hopmoii remornodbundnaruu Si[MOCENOBATENEHOCTE 0001)
. ¢ 3a00JICBaHUSIMU KOCTEH (BKJIFOYAsl OCTEOIOPO3);

o C OCTPBIM BTOPHYHBIM MHEJIOJICHKO30M (BBHy OTPaHUYCHHBIX JTAHHBIX 110 0€30IIaCHOCTH U
3P PEKTUBHOCTH);

o MIOJTyYaBIITUM BBICOKOJO3HYIO XUMHOTEPAITHIO.

Oco0ble yKkazaHus

Ocobvie yrazanus u mepvl NPe0OCMOPOACHOCMU OISl 8CeX NOKA3AHUL

TunepuyscmeumenbHocmoy

VY manueHToB, MOTYYaBIIMX TEPANHi0 (PUIATPACTHMOM BIEPBBIE WM MOBTOPHO, PETUCTPUPOBAIU
pEaKuu TUNEPYyBCTBUTEIHLHOCTH, B TOM 4HKcie aHAPUIAKTHYECKHE peakluHu. Y MalHeHTOB C
KJIMHUYECKH  3HAYUMOW  TUIEPYYBCTBUTEIBHOCTHIO  HEOOXOIUMO OTMEHHTh  TEpPaIUio
¢mirpacTuMoM 0€3 TOCIEAYIOIIEro BO30OHOBIEHUS Tepamuu. He momyckaercs BBeneHHE
dunrpacTuMa TAaIMEHTaM, HWMCIOINIMM B aHAMHE3¢ pEaKIMH TUIePYyBCTBHTEIBLHOCTH Ha
(GUATPaCcTUM WUITU TIATQUITPACTHM.

Heoicenamenvhbie S(bd)eKn’Zbl CO CImMOPpOHDbL J1e2KUX

[Tpu npumenenuu I'-KC®D peructpupoBanuce HexxenareabHble 3PGEKThl CO CTOPOHBI JIETKUX, B
YAaCTHOCTH, MHTEPCTHUIMAIbHAS 00JIe3Hb JIETKUX. bojiee BBICOKMN PUCK MOXKET OTMEUaThCA Yy
MAIMEHTOB, HMCIOIINX B HEJJaBHEM aHAMHe3¢ MH(PHILTPATHI JICTKUX WM THEBMOHHUIO. [losiBrieHne
HapyILIEHUN CO CTOPOHBI JIETKUX, B YACTHOCTH KAalllJIsl, IOBBIIEHUS TEMIEPATYPHI TE€NA U OJIBIIIKH,
B COYETAaHHWU C PEHTICHOJOTHYECKHUMH MpHU3HAKaMU WHQGUIBTPATOB JETKUX U YXYAIICHHEM
(GYHKIMM JIETKUX MOTYT SIBIISATHCS PAaHHUMHU TPH3HAKaAMH OCTPOTO PECIHUPATOPHOTO JUCTPECC-
cuagpom (OPJZIC). Ilpu »TOM HEOOXOAMMO OTMEHUTH Tepanuio (GUIATPACTUMOM W HaudaTh
COOTBETCTBYIOUIYIO TEPAIHUIO.

F]ZOMel?VJZOHed)Dum

Crnygau TioMepyJoHeppHUTa OTMEUAINCh VY TAIHMECHTOB, TMOJIYYaBIIMX (QUITPACTHM |
mrguiarpactuM. OOGBIYHO TIIOMEPYIOHEDPHUT pa3periacs Mociae CHUKEHUS J03bl WIM OTMEHBI
Tepanuu GUATPACTEMOM U MITUITPacCTUMOM. PexoMeH1yeTcss MOHUTOPHHT TTOKa3aTeleid MOYH.

CMH@DOM NOBLLUECHHOU NPOHUYAEMOCIU KANULAIPOS

IIpn npumenennn ['-KC® ormedannces ciaydawm CHUHIpPOMa ITOBBINIEHHOW IPOHUIIAEMOCTH
KaluJUISIPOB, KOTOPBIM TP HECBOEBPEMEHHOM HA3HAYEHHUH TEPANMHU MOXKET YIPOKATh )KU3HU U
XapaKTepu3yeTcs pa3BUTHEM apTepUaIbHOW TUIMOTEH3UH, THUIO0AaTLOYMHUHEMHH, OTEKOB U

TCMOKOHICHTPAIUU. HCO6XOI[I/IM TIIATeIbHbBIN MOHHUTOPUHT HNAOWUCHTOB IIPHU Pa3BUTHU
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CHH/IPOMA TOBBIIICHHON MPOHUI[AEMOCTH KallMUISIPOB) HAHHEIC ANHEH T IOKHE] IONYH4Th

CTaHAAPTHYKO CHUMITOMATHUYCCKYIO TCpallnuo, KOTOpasd MOKCET BKIHOYaTb HWHTCHCUBHYIO
Tepanuio (cM. pazzaen 4.8.).

Cnaenomezanus 1 paspole cene3eHKu

VY manueHToB U 3JJ0POBBIX JOHOPOB IMOCIE BBEIEHUS (PUITpacTUMa OTMEUYAIUCH ClTydyal OObIYHO
0eCCUMIITOMHON CIUIEHOMETaJIMM M pa3pblBa cele3eHKU. B psne ciydaeB pa3phlB CEJE3EHKHU
COTPOBOMKAAJICS JIETATLHBIM HCXOJ0M. [103TOMY HE0OXOIUM TIHIATEIHHBIA KOHTPOIL Pa3MeEpoOB
CeJIe3eHKH (Hampumep, MyTeM KIMHUYECKOTO WJIM YJIbTPa3ByKOBOro wuccienoBanus). [lpu
MOSIBJICHUU OOJH B JIEBBIX BEPXHHUX OTJENIaX >KUBOTA WM IJIeue y JOHOPOB U (WIJIM) MAllMeHTOB
HEO00XOUMO PacCMOTPETh BO3MOXKHOCTh pa3pbiBa CEJIE3€HKU. bbUIO MOKa3aHO, YTO CHUIKEHUE
710361 (prTpacTUMa 3aMeUISII0 MIIM OCTaHABIMBAJIO MPOTPECCUPOBAHNE YBEIHUCHHS CEIC3EHKU
MIPU TSHKEION XPOHUYECKOM HEUTpOIeHu!, a 3 % MalrueHToB MOTpeOoBallach CINIEHIKTOMUSI.

Pocm 310kauecmeeHHblX K1emox

[-KC® crniocobeH CTUMYJIUpOBaTh POCT MUEIOMIHBIX KJIETOK IN Vitro, anamoruvnbie 3)(HeKTo
MOTYT OTMEUAThCsI B OTHOIICHHH Psijia HEMUETIOUIHBIX KJIETOK iN VItro.

Muenooucnracmuyeckuil CMH@DOM unu xpommecxmi MUETONICUKO3

bezomacHocte ¥ 3(QQEKTUBHOCTH  NpUMEHEHHs  (QWIrpacTUMa y  IAalUEHTOB  C
MHUCJIIOAUCINIACTUYCCKUM CHUHAPOMOM HJIM XPOHHUYCCKUM MHEJIOJIEHKO30M HE YCTAHOBJICHBIL.
@wirpactuM He TMOKa3aH IMpU YKa3aHHbIX cocTosHusAX. Crenyer coOnoAarh 0co0yro
OCTOPOXKHOCTh B JH(QepeHInaIbHON TuarHocTuke O1acTHON TpaHCc(OpMaIMK XPOHUYECKOTO
MHENOoJIeKo3a OT OCTPOro MHEJIOIEHKO3a.

Ocmputil muenouonwiil aeuxos (OMJI)

C yueroM OrpaHUYEHHBIX JaHHBIX IO Oe3omacHOCTH M A(P(PEKTUBHOCTH NPUMEHEHUS
¢wmirpactuma npu BropuuHeix OMJI, naHHbIM npenapar JOHKEeH NPUMEHSTHCS B 9TOH CUTyalluu
C OCTOPOXKHOCTBIO. be3omacHocTh M 3((eKTHBHOCTH mpuMeHeHus: (uirpactuma de NoOvo Yy
nanrenToB ¢ OMJI B Bo3pacte <55 ner ¢ OmaronmpusitHOU 1utoreneruxkout (t(8;21), t(15;17) u
inv(16)) He ycTaHOBJIEHBI.

TDOM60uum07’l€Hu}l

Cny4an TpOMOOIIUTONIEHUH OTMEUYAIUCh y MALMEHTOB, MOJYYaBIIUX TEPaNuio (UITPaACTUMOM.
Heobxoaum TiaTenbHbI MOHUTOPUHT KOJIHMYECTBA TPOMOOIIMTOB, OCOOEHHO B TEUCHHE TIEPBBIX
HECKOJIbKUX Henenb Tepanuu ¢uiarpactumomM. Crenyer paccMOTPETh BONPOC O BPEMEHHOM

OTMCHEC UJIM CHUXKCHHUH O03bI (1)I/IJ'II‘ pacTuMa y IalucHTOB C TSKENIoM XpOHH‘-ICCI(Oﬁ HCﬁTpOHCHHCﬁ,
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Y KOTOPBIX OTMEYAeTCsl PasBUTHE TPOMOOLMTONCHUY [ (CHUMKEHHE) KOMMYLHTBA TPOMOQNATOB

<100x10%1.).
Jletikoyumos
Y wMenee 5 % MaMEHTOB CO 3JIOKAYECTBCHHBIMU OITYXOJISIMH, TIOJYYaBIIUX TEPAIHUIO
¢unrpactumoM B ao3ax Bbime 0,3 mua EJI/kr/cyt (3 MKI/KI/CyT), OTMEYaOCh TOBBIIICHUE
KonmuecTBa seiikoruToB >100x10%1. TIpu 3ToM He peruCTPHPOBAIH HeXeIaTeabHbIX 3D(EeKTOB,
KOTOPBIC MOTJIM OBITh HANpPSIMYIO CBSI3aHBI C JICHKOIIMTO30M TaKOH BhIpakeHHOCTH. OHAKO,
YUUTHIBAsI MMOTCHIIUAILHBIC PUCKH TSDKEJIOTO JICWKOIIUTO3a, HEOOXOAUM PETYJISPHBIH KOHTPOJIb
KOJIMYECTBA JICUKOLMTOB B TIpoliecce Tepamuu (QrurpactuMoM. [Ipu MOBBINIEHUH KOJIHMYECTBA
neiikonutoB Gomee 50x10%1 mocnme o0XkuMIaeMOro mepHONa MHHHMAIBLHOTO HX CHIDKEHHS,
HEOOXOUMO HEMEIJICHHO OTMEHHUTHh Tepanuio ¢GuirpactuMoM. llpu mpuMeHEeHWH C LEIbio
mobwmim3anuu KIIT™ [TK Heo6X0auMo OTMEHHUTD Tepanuo GUIrpacTUMOM JIMOO0 CHU3UTH €ro 103y
MIPHU TIOBBIIIEHUH KOJTUYECTBA JICHKOITUTOB >70X 10%.

HMMVHOeeHHOCI’I’Zb

[Ipy mpuMeHEHHH BCceX TepaneBTHYECKHX OEIKOB HMMEEeTCS PUCK MMMYHOTE€HHOCTH. YacTtoTa
NPOAYKIIMA AHTUTEN K (uiarpactTumy OOBIMHO HU3Kas. [IpoayKmmsi CBS3BIBAIOIIUX AHTHUTEI
OXKHJACTCS TIPU MPUMEHEHUH BCEX OMOJIOTMUYECKUX IPErapaToB; OJHAKO JAHHBINA (DEHOMEH HE
aCCOLIMUPOBAJICA C HEUTPAIU3YIOLIEH aKTUBHOCTHIO.

Aopmum

[Tocne BBemenust [-KC®D 31m0poBBIM 10OpOBOJBIIAM M TAIMEHTaM CO 3JI0KaY€CTBEHHBIMU
HOBOOOPA30BAHMSIMU PETHCTPUPOBAIHM CIy4dau aopTuTa. [IposIBICHHS JTaHHOTO COCTOSTHUS
BKIIIOUAIM TIOBBIIIEHHE TEMIIepaTrypbl Tena, 00N B KUBOTE, HEJOMOTaHHE, 0ONb B CIUHE U
MOBBIIICHHE YPOBHS BOCHAIUTENBHBIX MapKepoB (B dYacTHOCTH, C-peakTMBHOTO Oenka u
KOJIMUECTBA JIEHKOUTOB). B OONbIIMHCTBE CllydaeB aOpTUT AuarHoctuposaics no aaiHbiM KT u
00b19HO paspemiancs nmocie orMeHsl Tepanuu [-KC® (cm. pazgen 4.8.).

Ocobvie ykazaHus u mepvl HPedOCMOPON’CHOCMU, ACCOYUUPOBAHHbIE C CONYMCMEYIuel
namonozaueu

Ocobuie VKA3AHUS NPU 2emepo3U20mHoU d)ODM@ 2emo2noournonamuu S u cepnoeuOHowzemouHod

anemuu
[Tpu npuMeHeHnn GUITpacTUMa y HAllMEHTOB C TeTEePO3UTOTHOM (popMoii reMoriaoOnHONaTHN S
U CEpIOBHIHOKJIETOYHOM aHEMHMEW OTMEYaJIMCh CIIy4al CEPIOBHIHOKIETOYHBIX KPH30B, B

HEKOTOPHIX ciydasx (atampaple. HeoOXxoamMo cobr01aTh OCTOPOKHOCTh TPH HA3HAUYCHUH
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unrpacTiMa  HamMEHTaM € TETEPO3UIPTHON  ((HOPMOTT: [|reMeITIoPHHAIATAN., (15711

CEPIIOBUIHOKJIETOYHON aHEMHUEM.

Ocmeonopos

[TanpeHTam ¢ 0CTEONOPO30M, MOJIYYAOIIUM JUIMTEIbHYIO TEpanuio (UIrpacTUMOM B TEUEHHE
6osee 6 Mecs1EeB, MOXKET ObITh IOKAa3aH MOHUTOPUHI MUHEPAJIbHOM IIIOTHOCTH KOCTHOM TKaHHU.
Ocobvie ykazanus O0Jis NAYUeHmog co 310Ka4ecmeeHHbIMU HOB000OPA308aAHUAMU

IIpenapar Heiinomakc He JOJDKEH NMPUMEHATHCS C LEJbIO MOBBIIICHUS J03bI IUTOTOKCHUYECKON
XUMHOTEPAINH 10 CPABHEHUIO C YCTAHOBJICHHBIMH PEKUMAaMHU JO3UPOBaHUS.

Pucku, accoyuuposannwie ¢ nosviuieruem 003bl Xumuomepanuu

Crnenyer co0mronaTh 0COOYI0 OCTOPOKHOCTH MPHU MPOBEACHUU BBICOKOJI03HOW XUMHOTEpAIHH,
MOCKOJIBKY HE OBLIO MPOJEMOHCTPUPOBAHO YIIYUIICHUS UCXO/0B 3JIOKAYECTBEHHBIX OMyXOJIEH B
JAHHOW CHUTyallid, a TOBBIIICHHE J03bl XUMHOTEPANUU MOXKET MPUBOIUTH K YCHICHHUIO €€
TOKCUYHOCTH, B TOM YHCJIE CO CTOPOHBI CEpJIa, JIETKUX, HEPBHOM CHCTEMBI U KOXH (CM.
WHCTPYKIIUHU IO MEIUIIMHCKOMY IMPUMEHEHUIO TPUMEHSIEMbIX XUMHUOIIPETIapaToB).

Brusnue xumuomepanuu Ha 3pumpoyumaol u mp0M60uumbl

Monotepanust GUIrpacTUMOM HE OKa3bIBAET BIMSHUSA HA BBIPAXKEHHOCTb TPOMOOLMTONCHUU U
aHeMUH, OOYCJIOBJIEHHBIX MMEJIOCYNPECCUBHONW XHMMHUoOTepanueil. BenencTBue BO3MOXXKHOCTH
noJy4eHus: Oojiee BBICOKHMX J[03 XHMHOIIPENaparoB (B YaCTHOCTH, CTAaHIAPTHBIX PEXHMOB B
MOJIHOM J03€) MAalMeHThl MOTYT HaXOAMUTbCS B TpPYIHIE MOBBILIEHHOTO pHCKA pa3BUTHUS
TPOMOOIIUTONIEHUH U aHEeMUHU. PekoMeHayeTcs peryaspHblii MOHMTOPUHI KOJIMYECTBa
TpOMOOIIMTOB U remartokpura. Creayer coOiogaTb 0coOyI0 OCTOPOKHOCTh NMPH MOHO- WM
KOMOMHHMpPOBAaHHOW XHMMHOTEpANuu, KOTOpas, KaKk H3BECTHO, CIOCOOHA BBI3BIBATH TSDHKETYIO
TPOMOOLIMUTONEHHIO. BBIIO MOKa3aHo, YTO NMpUMEHEHHE (uiarpacTiMa C LEJbl0 MOOWIN3AlNN
KIITI" IIK cauzkaet rayOuHY U JUTUTENIbHOCTh TPOMOOIIMTONICHUH TIOCIIE MUETIOCYTIPECCUBHOM MITH
MUEN0a0IaTUBHON XUMHUOTEPATIHH.

Muenooucnaacmuyeckul cunopom (MJIC) u ocmpuiii muenouonsiil aeikos (OMJI) vy nayuenmos c

PAKOM MOJIOYHOU JHcene3bl U Ne2KUX

B oGcepBaninonHom moctpeructpanuonnom uccienoBanuu MJIC u OMJI Obutn cBsi3aHBI C
npUMeHeHueM mneruirpactTuMa, anbTepHaTuBHOro ['-KC®, B coueTaHMu ¢ XUMHOTEpanuen
W/WJIM JTy4eBOW Tepamnueil y malieHTOB ¢ paKoM MOJIOUHOM xeine3bl U jerkux. [lonoOHoil cBs3u

Mexy nmpuMeHeHueM Quirpactuma u pazsurueM MJIC/OMII ve Habmonanock. Tem He MeHee,
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THIATEJIbHBIM HA0JIIOIEHUEM Ha NpeAMET NosiBIeHU Tpu3HaKkoB U cumnromos MIC/OMIL.

Ilpouue ocobvle VKA3aHUuA

JeiictBue Quarpactuma y NanUeHTOB CO 3HAYUTEIbHBIM CHH)KEHHUEM pe3epBa MMEIOUIHbBIX
KJIETOK-TIPEALIECTBEHHUKOB He uccienoBaiock. [Ipu peanusanuu tepaneBTHueckoro 3¢dexra,
3aKJIIOYAIOIIErocsl B TOBBIIIGHWH 4YHCIa HEUTpoduiaoB, (uiarpactTum mnpeuMyIIecCTBEHHO
BO3/ICUCTBYET Ha MPEIIECTBEHHUKOB HelTpoduios. [lo3ToMy y HanuMeHTOB CO CHIKEHHBIM
pE3epBOM KJIETOK-TIIPEAIIECTBEHHUKOB HEUTPO(PUIIOB (B YACTHOCTH, NOJYYaBIIUX UHTEHCUBHYIO
JY4YEBYI0 WM XUMHOTEPAlUI0, a TAaKK€ C HAJIMYMEM OIyXO0JeBOM HMH(UIbTPALMU KOCTHOTO
MO3ra), OTBET Ha TEPaIruio (UIrPACTUMOM MOXET ObITh yMEHbIIeH. HapylieHus co CTOpOHBI
COCYJIMCTOM CHCTEMBI, B TOM YHUCJIE BEHOOKKJIFO3MOHHBIE COCTOSIHUS M PacCTPOHMCTBA BOJHOIO
OanmaHca, OTMEYAJIUChb B HEKOTOPBIX CllydasX Yy MalUEHTOB, IOJYYaBIIUX BBICOKOJO3HYIO
XUMHOTEpANMIO C TOcienyroued TpaHciulaHTauued. Taxke oTMedanuch Cilydad pa3BUTHUSA
peaKIui «TpaHCIIaHTAT IPOTHUB XO35IMHA» U JIETAIbHBIX UCXOI0B Yy MAlMEHTOB, OJIy4aBIIKX ['-
KC® nocne aoreHHoM TpaHCIUIAHTAIIMH KOCTHOTO Mo3ra (cM. pasnens 4.8. u 5.1.). [ToBeiieHne
reéMaToNO3TUYECKOM aKTUBHOCTH KOCTHOI'O MO3ra B OTBET Ha Tepanuio (akTopamH pocTa
aCCOLIMMPOBATIOCH C TPAH3UTOPHBIMHU MaTOJIOTMUYECKUMH U3MEHEHUSMH [TPU OCTEOCIIMHTUTpAPHH.
OT0 HEOOX0AUMO MPUHUMATh BO BHUMAaHUE NPU UHTEPIPETALUU PE3YyIbTaTOB JAHHOIO JIy4€BOI'O
HCCIIEI0OBAHMS.

Ocobvie ykazanus 01a NayueHmos, Komopwvim npogooumcs moounruzayusa KIII [1K
Mobunuzayus

K Hacrosmemy BpeMeHU He TPOBOINUIINCH IPOCIEKTUBHBIE PAHIOMU3UPOBAHHBIE CPABHUTEIIBHBIC
UCCJIEIOBAHMSI JIByX PEKOMEHAYEMBIX METOJ0B MOOWIM3AlUM (MIpUMEHEHHE (uirpactuma B
MOHOTEpAINuU WiIK B KOMOMHALIUY C MUEJIOCYTIPECCUBHON XUMHUOTEpaIneil) B paMKax OHOM U TOH
e TMONYJISIMK TMalueHToB. BapnaOenbHOCTh MHAMBHYalIbHBIX XapaKTEPUCTHK MAllMEHTOB U
nabopatopubix aHanu3oB CD34" KIeTok 3aTpyjHsEeT BBIIOJHEHHE NPSAMBIX CPABHEHHHN TaHHBIX
pasnuuHbBIX KccaenaoBaHui. 1lo3ToMy TpyAHO pEKOMEHIOBAaTh  ONTHUMAJIBHBIA  METOJ
MOOWJIN3ALIUH, U €T0 BBIOOP JTOJIKEH COOTHOCUTBCS C LENISIMU T€paNuy Y KOHKPETHOTO MallueHTa.

Hpedwecmewomaﬂ mepanusd yumomnoKcu4ecKumu cpedcmeamu

[TaneHThl, MOJy4aBIIME paHEE WHTEHCUBHYIO MHEJIOCYNPECCUBHYIO TEpANUi0, MOTYT
JIeMOHCTpHupoBaTh HenoctaTounyro MooOwmnmm3anuto KIIT TIK mns mocTikeHuss MUHUMAIBbHOTO

peKoMeHIyeMoro KommdectBa KieTok (> 2,0 x 10° CD34' xmerox/kr) mmbo yCKOpeHHS
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BOCCTAHOBJICHUS ~ TPOMOOLIUTOB.  Psii  LMFOTOKCHYGCKKX || [TINEHAPATOR | | XRDAKTEPUBYCTCs

BBIPQXCHHOW TOKCHYHOCTBHIO B OTHOIIEHUH KJICTOK-TIPEIIICCTBEHHUKOB I'€MOI033a U MOXKET
OKa3bIBaTh HETAaTHUBHOE BIUSHUE HAa MOOWJIM3AIMIO JAHHBIX KIETOK. Psym mpemaparos, B
YaCTHOCTH, Mel(dajaH, KapMyCTHH M KapOOIUIaTWH, MPUMEHSEMble B TEUYEHUE IMTEIHHOTO
nepuofa BPEMEHH 0 TMOIMBITKH MOOMIU3ALUU KJIETOK-TIPEIIIECTBEHHUKOB, MOTYT CHHXXaTh
KOJIMYECTBO 3abupaembix KieToK. OpHako ObUIO IMOKa3aHO, 4YTO BBEACHHE MendaiaHa,
KapOoIIaTHHA WM KApMyCTHHA B KOMOMHAINH C QUITPACTUMOM (P PEKTUBHO ITPU MOOMITH3AIHN
KJIETOK-TIpeAecTBeHHUKOB. [Ipu mmanupoBanum Ttpancmmantanuu KIIIT TIK pexomennyercs
IUTAHUPOBATh MPOLEAYPY MOOMIIM3ALMK CTBOJOBBIX KJIETOK HAa PAaHHUX ATalax Kypca JIeYeHHs
nanenta. Ocoboe BHUMaHHME CIENyeT YACTUTh KOJIMWYECTBY KIETOK-TIPEAIIECTBEHHUKOB,
MOOMIM30BAaHHBIX Yy TaKWX TAIMCHTOB 10 Hadalla BBICOKOJO3HOW Tepamuu. B ciydae
HEJOCTAaTOYHOro 3a00pa KJIETOK-NPEAIIECTBEHHUKOB B COOTBETCTBUU C MPUBEIECHHBIMU BHIIIIE
KPUTEPUAMHU, CIEIyeT PACCMOTPETh BO3MOXKHOCTh Ha3HAUCHUS albTEPHATUBHBIX ()OPM TEpaIiuy,
HE TPeOYIONUX HCIIOJIb30BAHUS KIIETOK-TIPEIIIICCTBEHHUKOB.

OueHKa Koauvecmed 3a6DaHHblx KJZ@WZOK'I’ID@OW@CWIG@HHHKOS

[Tpu oneHKe KONMMYECTBA KJIETOK-MPENINIECTBEHHUKOB, 3a0paHHBIX Yy MAIlMEHTOB, MOJy4YaBIINX
Tepanuio (GUIrpacTUMOM, CIeAyeT yIelsITh 0co00e BHUMAHUE METOAY HUX KOJIMYECTBEHHOU
OLICHKHU. Pe3ynbTaThl MpoTOuHOM nuroMeTprn Konrmuecta CD34" ki1eTok MOryT BapbHpoBaTh B
3aBUCHUMOCTH OT MCIOJE3YEMOW METOAWMKH, U PEKOMEH/IAINHY, KacaroIIHecs KOJIMYECTBA KIIETOK,
OCHOBaHHbIE Ha OIIEHKAaX, BBIIOJIHEHHBIX B JPYyrux Jaboparopusx, HEOOXOAUMO
UHTEPIPETHUPOBATh C OCTOPOKHOCTHIO. CTAaTUCTHUYECKHI aHallM3 3aBHCUMOCTH KOJIHYECTBA
peundysupoBanubix CD34" KIETOK M CKOPOCTH BOCCTAaHOBIEHHUS KOJIMYECTBA TPOMOOLUTOB
IIOCJIE BBICOKOZO3HOM XUMHOTEPAITNHU IPOJEMOHCTPUPOBAT HAIMUUE CI0KHOM, HO HENTPEPBIBHON
3aBHCHMOCTH. PexoMeHjanus 1o MUHUMaIbHOMY 3abupaeMomy komuuectBy CD34" kieTok,
KOTOPO€ JOJKHO COCTaBIAThH >2,0x 10% CD34"* ki1eToK/Kr, OCHOBaHA Ha OITyOJINKOBAHHOM OIIBITE,
MIPUBEIIEM K aJIEKBATHOMY I'eéMaTOJIOTHYECKOMY BOCCTAaHOBIIEHUIO. 3200p OOJBIIETr0 KOIMUECTBA
KJIIETOK, KaK MPECTABIACTCS, KOPPEIUPYeT ¢ Ooiee OBICTPHIM BOCCTAHOBIIEHHUEM, B TO BPEeMsI KaK
MEHBIIIETO KOJUYECTBA — ¢ 00Jiee MEIJICHHBIM BOCCTAHOBJICHHEM.

Ocobbie ykazanus 0Jisi 300p08bIX O0OHOPO8, NPOXooawux npoyedypy moounuzayuu KIII' [TK
Moo6unuzanus KIIIN T1K He nMeeT KITMHUYECKUX MPEUMYIIECTB I 3J0POBBIX TOHOPOB U JOJIKHA

paccMaTpruBaTHCA TOJIBKO B LEJIAX MMPOBCACHUA aJIJIOT €HHOM TPAaHCIIaHTAalU CTBOJIOBBIX KJICTOK.
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Bo3smoxknocte MoOmmmsarnun  KIIIT TIK JDKHA  PAQCMATPUBATECH | [TOJIEKQ (YT |[AOHOPOB,

COOTBETCTBYIOIIUX KIWHUYECKHUM M JIA0OPATOPHBIM KPHUTEPHUSM OTOOpa JUIsi JIOHOPCTBA
CTBOJIOBBIX KJIETOK, YACNAS 0CO00€ BHUMAHHE IeMATOJIOTHYECKHM MOKA3aTesIM U HATWIHIO
nH(}EeKIMOHHBIX 3a00eBaHuid. bezomacHocTh U 3)PeKTUBHOCTh TPUMEHEHUST PruIrpacTMa He
OILICHUBAJIUCh Yy 3J0POBBIX JIOHOPOB B Bo3pacte <16 ner umu >60 ner. TpaHzuTopHas
TpoMOOIMTONeHHs (CO CHIDKEHHEM KonmuectBa TpomOormros <100x10%m) mocne BBemenus
¢mirpactuma u nerikadepesa ormedanack y 35 % ucciieJoBaHHBIX MAMEHTOB. V3 HUX [Ba ciryyast
CHMKEHHUs KonmmuecTBa TpoMmOormToB <50x10%1, kak ObLI0 3aMKCHPOBAHO, OBLTH CBA3AHBI C
nporenypoir neiikagepesa. Ilpu HE0OXOAMMOCTH BBIMOJHEHHS HECKOJIBKUX MPOLERYp
neiikadepesa cieayeT yaensiTh 0co00e BHUMaHUE JOHOPaM, Y KOTOPBIX KOJINYECTBO TPOMOOILIUTOB
cocrapmser <100x10% no neiikadepesa; mpouenypa adepesa He BHITOTHAETCS, €CITH KOIHYECTBO
TpoMOoIMTOB cocTaBisier <75x10%m. Kpome Toro, neiikadepes He IOKEH BBIIOIHATHCS
JIOHOpaM, TIOJMYYaroNIMM aHTUKOATYJIIHTHYIO TEpaluio0 WU CTPAJAIONIIM  H3BECTHBIMU
HapylieHusMu remocrtasa. Jonopsl, nonyuatomue [-KC® ¢ nenpro mobunmzanuu KIIT T1K,
JOJIKHBI HAOMI0AATHCS 10 HOPMAIU3AIMK TeMaTOIOTHYECKUX MoKa3aTeNel. Y 3I0pOBbIX JOHOPOB
nocine BBeAeHuss [-KC® ormeuanuch TpaH3UTOpPHBIE IUTOTEHETHUUYECKUE H3MEHEHHUS.
Kimmandeckoe 3HaueHWE ITHX JAaHHBIX HEU3BECTHO. TeM HE MEHee, Heb3s HCKIIOYHUTH PUCK
CTUMYJIMPOBAHUS 3JI0KAYECTBEHHOI'O0 MHUEIOUAHOTO KJoHA. B meHTpe adepesa pekomeHmyeTcs
BECTH CUCTEMATHUECKUN y4eT U OTCIECKUBAHUE IOHOPOB CTBOJIOBBIX KIIETOK HA MPOTSKEHUU HE
MeHee 10 JeT ¢ 1enbl0 MOHUTOPUHTA JIOJITOCPOYHON O€30MacCHOCTH.

Ocobvle ykasanus 0na peyunuenmos annocennvix  KIII" IIK, nonyuennvix ¢ nomouyvio

gZzuﬂeggacmuMa

COBpeMeHHHe JaHHBIC CBUACTCJIBLCTBYHOT O TOM, YTO HUMMYHOJIOTHUYCCKUC B3aHMOJEHCTBHU

Mexnay awioreHHbiM TpaHcmmiantatom KIIIT IIK m perunueHTOM MOTryT accouuMupoBaThCs €
MOBBIIICHUEM PHUCKA OCTPOM M XPOHUYECKOM DPEAKLUN «TPAHCILIAHTAT MPOTUB XO35AHMHA» I10
CPaBHEHUIO C TPAHCIJIaHTAMENd KOCTHOTO MO3ra.

Ocobvie yrazanus 0nsa nayuenmos ¢ TXH

[Ipenmapar Helinomakc HE TOKEH MNPUMEHSATHCS Y MAILMEHTOB C TSKEJIOW BPOKICHHOM
HEUTpONeHHeH, y KOTOpPbIX OTMEYaeTcs pa3BUTHE JIeWKo3a JMOO NPU3HAKOB JEHMKO3HOU
TpaHc(hOpMaIHH.

Monumopune noxazameneii nepud)epulteacoﬁ Kpoeu

Bo3MoxHO0 Pa3sBUTHUEC APYTUX W3MEHEHHMI KJISTOUYHOT'O COCTaBa KpOBH, B TOM YHUCJIC aHEMHU U
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TPaH3UTOPHOTO TIOBBILICHHST MHCIOMAHBIX [KICTOK-PRAIICSrEGHHUKOR, [ KOTQPEIY |TPERyOT

THIATCIIBHOI'O KOHTPOJIA.

Tparchopmayus 8 1eUK03 Ui MUETOOUCTIIACIUYECKUN CUHOPOM

Heo6xonumo cobmogate 0co0yl0 OCTOPOKHOCTh IPH MPUMEHEHUH Ipernaparta y MalueHTOB ¢
TXH, uto 00ycnoBIeHO HEOOXOAUMOCTBIO AU(D(HEPEHIUPOBATh JAHHOE COCTOSHUE OT JAPYIHX
HapyILIEHUH KpPOBETBOPEHMS, B YACTHOCTH, AaIUIACTUYECKOW aHEMHUHM, MUENOIUCIUIA3UU U
muenoneiko3a. Ilepen Hauanom Tepanuu HEOOXOMMO BBIIOJHUTD Pa3BEPHYTHIN aHATIH3 KPOBH C
olpeneneHueM JeikouutapHoi (GopMysbl U 4KCIa TPOMOOLMTOB, OLEHKY MOP(OIOrHYECKUX
XapaKTEPUCTUK KOCTHOI'O MO3Ta U KapUOTHIL.

Y Hebonbmoro uncna (okoio 3 %) naruentos ¢ TXH, noay4yaBmmx ¢GuiIrpacTuM B KIMHUYECKUX
UCCIIEIOBaHMSIX, HaOmonancs muenoaucriactuueckuit cunapom (MJC) umm neiiko3. Otu
JTaHHbIE ObUIU MTOJTyYEeHbI y ALIUEHTOB C BpOXKAeHHOH HelTponienuei. MZIC 1 1eHKo3bl SABISIOTCS
€CTECTBEHHBIM OCJI0KHEHUEM JaHHOT'O IIATOJIOTUYECKOIO COCTOSIHUSA, U UX CBSA3b C IPUMEHEHUEM
¢unrpactuma HesicHa. [IpubnusurensHo y 12 % nanueHToB, y KOTOPBIX OTMEYAIUCh HOPMaJIbHbBIE
pe3ysbTaThl IUTOI€HETUYECKOTO0 MCCIEA0BAHNS HA MOMEHT UCXOIHON OLEHKHU, B MOCIIEICTBUU
pU PYTUHHOM KOHTPOJBHOM HCCIIEZIOBAaHUM OBUIM BBIABICHBI MAaTOJOTMUECKUE W3MEHEHHs, B
YaCTHOCTH, MOHOCOMHMs IIO CE€AbMOH XpoMmocoMe. B Hacrosiuee BpeMs HEU3BECTHO,
npeapacnoiaraeT jJu JUIMTelbHas Tepanus nauueHToB ¢ TXH K pa3BUTHIO IUTOrE€HETUYECKUX
natojoruyeckux usMeHeHud, MJIC wunm neiiko3Hoit TpaHcopmanuu. Pexomenayercs
PEryJsipHOE BBIOJHEHHE MOP(OJOTHYECKUX U IUTOr€HETHUECKUX MCCIEOBaHUI KOCTHOTO
MO3ra y IaHHBIX NMaIUeHTOB (IPUOIHU3UTENBHO KaXKable 12 Mecs1eB).

Ilpouue 0cobbie VKA3aHUA

Heo0xoauMo HCKITIOYMTh TPUYUHBI TPAH3UTOPHOW HEUTPONCHHM, B YAaCTHOCTH, BHPYCHBIC
uHpekuuu. Yacro oTMedaeTcs TemMarypus, y HeOONBbIIOro KOJMYECTBa TMAlUEHTOB —
npoTenuHypus. 711 KOHTPOJIS YKa3aHHBIX HApYIICHUH HEOOXOANMBI PEryJsipHbIC aHAIU3bI MOYH.
be3onacHocTh U 3()(GEKTHBHOCTh MPUMEHEHUS TMpenapaTa y HOBOPOKIACHHBIX U TMAI[HEHTOB C
ayTOMMMYHHON HEHTPOIIEHHEN HE YCTAaHOBJICHBI.

Ocobvie yrazanus 01 nayuenmos ¢ BUY-ungexyuet

Monumopune noxazameneii nepud)epulteacoﬁ Kpoeu

Heob6xomum tmarensubiii MoHuTOpuHT AUH, 0cOOEHHO B TeUEeHHE MEPBhIX HECKOJIBKUX HEICIb
Tepanuu npenaparoM Helimomakc. ¥V psia maiiueHTOB MOKET OTMEUAThCS OYSHBb OBICTPBIA OTBET

CO 3HAYUTCIIbHBIM IIOBBINICHUEM 4YHCJIA HeﬁTPO(I)HHOB OCJIC BBCIACHHUA HepBOﬁ J03bI
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unrpacruma. Pexomennyercst exenneBHas ofienka ATH B(TeHERIO MEPBBIK 2+f AN, 18paryu

¢mirpactumom. 3atem oueHky AUH pekomeHyeTcsi MpOBOAUTh HE MEHee 2 pa3 B HENENI0 B
TE€YeHHE IMEpBBIX 2 Hemenb, U 1 pa3 B Heaemo uiav 1 pa3 B 2 Henenauw — B IpolEecce
noJAep>KUBaroIel Tepanuu. B mpoiiecce MHTEpPMUTTUPYIOLIEH Tepanuu npenaparoM Heiimomakc
B 03¢ 30 maH EJ] (300 MKTr) B CyTKH MOTYT PErHCTPHPOBATHCS NTUPOKUE KOJIeOaHUsT 3HaUYCHUI
AYH B oTnenbHBIX BPEMEHHBIX Toukax. s omnpeneneHuss MMHUMaiabHOro 3HaueHuss AYH y
NanueHTa peKoMeHayercs 3a0op 00pasioB kpoBu Juis usmepenus AYH HenocpencTBeHHO nepen
BBEJICHUEM Ka)K/1011 3aIUIaHUPOBAHHOM 10361 (PUIITpacTUMA.

Pucku, accoyuuposanuwie ¢ nogviuienuem 003bl MUENOCYNPECCUBHOL Mepanuu

Monotepanus npenapatoM Heiimomakc He ycTpaHseT pUCKa Pa3BUTHA TPOMOOLUTONCHHU U
aHeMHHu, OOYCIIOBIICHHBIX MPUMEHEHHEM MHEIOCYIPECCUBHONW Tepanmuu. B pesynbrare
HNOTEHIMAJIBHOIO HCIOJIb30BaHUs 0o0Jiee BBICOKHUX 103 WM OOJIBIIEr0 KOJUYECTBA JAHHBIX
npenapaToB Ha (oHe Tepanuu npernaparoM HelnoMakc manueHThl MOTYT XapaKTepU30BaTbCs
0oJiee BBICOKMM PHUCKOM Pa3BHUTHUSI TPOMOOLMTOIIEHUHN W aHEMHUH. PeKOMeHIyeTcsl peryispHbIi
KOHTPOJIb MOKa3aTeJIe KPOBH (CM. BBIIIIE).

HH(;beKLﬂ/lu U 310Kad4ecmeernrnbvle HO6006D6130661HM}Z, 6bl3bleAIOWU MUuerocynpeccuro

Heifrporienust Moxxer ObITb  0OyciOBiA€Ha HUHQUIBTpALMe  KOCTHOTO  MoO3ra Ipu
OIMOPTYHUCTHYECCKUX HHQEKIMAX, HampuMmep, Komiuiekcom Mycobacterium avium, wiu
3JI0Ka4€CTBEHHBIMU HOBOOOPA30BaHUAMH, HAIpUMED, NpHu JIuMpomax. Y MaueHToB ¢ U3BECTHON
UHOQUIbTpAMel KOCTHOIO MO3ra, OOYCIOBIE€HHOW MH(EKIMOHHBIM IPOLECCOM  HWIU
3JI0KaUYeCTBEHHBIM HOBOOOpa30oBaHMEM, HEOOXOIUMO pacCMOTPETh BOINPOC O TPOBEICHHUH
COOTBETCTBYIOILIEH TE€paruyu OCHOBHOTO 3a00JI€BaHMsI, IOMUMO BBEACHUS PHIIrPacTUMA C LENbIO
JedyeHuss HeWTporeHuu. BrausHue ¢uarpactuMa Ha  BBIP@XKEHHOCTb  HEHTpONEHUH,
00yCJI0BIEHHOM HHPMIBTpAIIMel KOCTHOTO MO3Ta BCIEACTBUE WH(EKIIUHN WIH 3710Ka4eCTBEHHOTO
HOBOOOPA30BaHMsI, HE YCTaHOBJICHO.

IIpocnexcusaemocms onepayuil ¢ npenapamom

C nenpro obecnieuenus mpociexnBaeMoctu npuMenenust [ -KC®, B MeuIIMHCKON TOKyMEHTAIlUN
MalyueHTa CIeAyeT YKa3blBaTh TOPrOBOE HAMMEHOBAHUE IIPUMEHAEMOr0 IIpenapara.

BcnomorarenbpHbI€ BelllecTBa

Copoumon
Hannsiit npenapatr conepxkut copOuton E420. Ilpu HacnencTBeHHON HENEepeHOCUMOCTU

(GpPYKTO3BI IPUMEHATH ATOT IIpenapar He cieayeT (cM. paszaen 4.3.).
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Y MITa[ICHICB 1 MAJICHBKUX ACTeH (B BO3pAcTd 10 2 JIeT) QUIC [HE MOKCE, PBITH AHATHOGTHPOBIHA

HACJIC/ICTBEHHAs HEMEPEHOCUMOCTh (PpyKTO3bl. JlekapcTBeHHBIE CpeacTBa (coneprKaine
copOuTon/ppyKTO3y), BBOAUMBIE BHYTPUBEHHO, MOT'YT OBITH OMACHBI JUIS )KU3HH U JIOJKHBI OBITh
MIPOTUBOMNOKA3aHbl 3TOW TPYIIE HACEICHHs], €CIH TOJBKO B 3TOM HET KpalHell KIMHUYECKOM
HEO0OXOUMOCTH U HET JOCTYNHbIX anbrepHaTuB. [lepen Ha3HaueHuem npenaparta Helimomakc y
KaXJIOT0 TMAaIMeHTa JOJDKHAa ObITh coOpaHa moapoOHast WCTOpHUs OOJNE3HM B OTHOLICHUU
CHUMIITOMOB HacCJIeICTBEHHON HETIEPEHOCUMOCTH (PPYKTO3bI.

Hampuui

[Ipenapar Helinmomakc comepxut MmeHee 1 mmoiib (23 Mr) HaTpus Ha OJUH (UIAKOH, T.€. IO CYTH

HE COJEPKUT HATPUS.

45. BzauMmopeiicTBHe ¢ JAPYrHMH JIEKAPDCTBEHHBIMHM IpenaparaMM W JApyrue BHIbI
B3aNMOJAEHCTBUSA

bezonacHocTth 1 3¢ hekTuBHOCTE Mpenapara Heimomakc nmpu npruMEHEHUH B OJIMH U TOT K€ JICHb
C MHUEJIOCYNPECCUBHON ITUTOTOKCMYECKONW XUMHOTEpanued NnoJpoOHO He u3ydeHbl. Bauny
YyBCTBUTEIBHOCTH OBICTPO  JENIALIMXCS MHEIOMAHBIX KJIETOK K MHEIOCYIPECCUBHON
IUTOTOKCUYECKOM XMMHOTEpaMd HE PEKOMEHIYyeTCcsl BBOAUTh (UIrPacTUM B IEPHOJ,
HauMHAIOIIUNCSA 32 24 4 10 XUMHOTEpaluy U 3aKaHYMBAIOLIUICS yepe3 24 4 [ociie Hee.

[TpenBapuTenbHble pe3ynbTaThl IPUMEHEHUS (GUarpacTUMa B KOMOMHALUU ¢ S-(PTOpypanuiom y
HEOOJIBIION TPYIIBI MAMEHTOB MOKA3bIBAIOT, YTO B ATOM CIIy4ae TSHKECTh HEMTPOIIEHUH MOXKET
yBEeNIUYMBaThCS. BO3MOXXKHOE B3aMMOJEHCTBHE JPYTrUX IeMOMOITHUYECKUX (DaKTOPOB pocTa U
IUTOKMHOB B KIMHUYECKHX MHCCIENOBAaHUAX He u3ydeHo. llockonbKy mpemapaThl JUTHUS
CTUMYJIMPYIOT BBICBOOOXAEHNE HEUTPOPUIOB, OHU BEPOSATHO CIOCOOHBI MOTEHIUPOBAThH 3P PEKT
npenapata Helfnomakc. XoTs paHHoe B3auMojieiicTBue (OpPMAIBHO HE HCCIEeI0BaJIOCh,

OTCYTCTBYIOT JOKA3aTCJIbCTBA TOT'O, YTO OHO MOXKET OBITh He6HaFOHpI/IHTHHM.

4.6. DepTUIBLHOCTH, 0ePEMEHHOCTDH U JIAKTALMS

bepemeHHOCTD

JlaHHbIE O TpUMEHEeHUN (QUITpacTUMa y OEPEeMEHHBIX OIPAaHUYEHBI HITU OTCYTCTBYIOT.

B ucciaenoBaHusx Ha XKMBOTHBIX OblIa MPOJAEMOHCTPHUPOBAHA PEMPOIYKTUBHAS TOKCHYHOCTH
npenapara. Y KpPOJIMKOB OTMEUYaJOCh TOBBIIIEHWE YacCTOTHI CIIy4aeB IMOTEPH SMOpHOHA TpHU

NPpUMCHCHUHN TIIpfriaparta B 034X, o0ecreUnBaBIINX 3HAUYCHUS 9KCIIO3Mu1, BO MHOI'0O pas
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NPEBBIMIABIINX TaKOBBIC, CO3MAIOLIMECCS NMPH KIMHWYCCKOW [IIPANCHCHYH,. | Hi ) BE[3BIBABLIIX

MPOSIBJICHUS TOKCMYHOCTH Yy caMoOK. B juTeparype HMEIOTCS JaHHbIE O BO3MOXKHOCTH
TPaHCIUIAIICHTAPHOTO MPOHUKHOBEHUs huirpactuma y 6epemeHHbIX. [Ipumenenne ¢punrpactuma
pu OEpPEMEHHOCTH MTPOTUBOIIOKA3aHO.

JlakTamus

Her cBenenuii 0 ciocoOHOCTH IIITPacTUMA HITA €r0 METa0OJIUTOB SKCKPETUPOBATHLCS B TPYIHOE
MOJIOKO. Henb3s HCKIIOUUTH PUCK JIE HOBOPOXJICHHOTO WM peOCHKA, HAXOJAIIerocs Ha
TPYJHOM BCKapMJIMBaHHH. Heo0X01MMO MpeKpaTUTh IPyAHOE BCKapMIIMBAaHUE JTUOO MPEKPATUTH
Tepanuilo (QUIrpacTUMOM Ha OCHOBAaHMHM OIEHKH IOTEHIHUAJIBLHON IOJB3bl TPYIHOTO
BCKapMITMBAHWUS JIJIs1 peOCHKA M MOTEHITMAILHOM MOJIB3BI TEPAMUU AJIT MATEPH.

DdepTUabHOCTD

CDI/IJ'IFpaCTI/IM HC OKa3bIBaJl BJIMAHUA Ha pero,Z[YKTI/IBHHﬁ NOTCHLI A U (I)epTI/IJ'ILHOCTB CaMIIOB U

CaMOK KPBEIC.

4.7. Bausinue Ha CIOCOOHOCTH YNPABJATH TPAHCIOPTHBIMHM CpPeACTBAMM M padorarh ¢
MeXaHHU3MaMH

VYuuteiBasgs BO3MOXHBIE M000YHbIe H(dekThl mnpenapara Heinomakc (ronoBokpyKeHHE,

YTOMJISIEMOCTB), B IEPUOJl JICYEHUS MALMEHThl JOJKHBI COOJIIOAAaTh OCTOPOKHOCTb IIpU

yIpaBJIe€HUHN aBTOTPAHCIIOPTOM U BBIIIOJHEHUH paboT, TPeOYIOMIMX MOBBIIIEHHON KOHLIEHTPALUN

BHHMMAaHHMHA.

4.8. HexenatelbHble peaKkuu

0030p npodrig 0€30MaCHOCTH

Haubonee cepbe3HbIMU HEXeNaTeNbHBIMU SIBICHUSIMH, KOTOPbIE MOTYT OTMEUaThCs B MpoIliecce
Tepanuu (QUITPACTUMOM, SIBISIOTCS: aHaduIaKTUYecKas peaklvs, Cepbe3Hble HeKeTaTelbHbIE
SABJICHUSA CO CTOPOHBI JICTKUX, B TOM YUCJIC MHTCPCTULHAIbHAA ITHEBMOHUA U OPI{C, CHUHIAPOM
MHOBBIIIIEHHON MIPOHUITACMOCTH KAIMUJIJIAPOB, TSAXKEIIAA CINICHOMETralInsa WKW pas3pbiB CCIIC3CHKH,
Tparcopmalys B MUEIOJUCIUIACTUIECKII CHHIPOM WJTH Jieliko3 y nanueHToB ¢ TXH, peakmus
«TPaHCIUIAHTAT MPOTUB XO35IMHA» Yy MAIMEHTOB, MOJIYYAOIIMX AJUIOTEHHYIO TPaHCIUIAHTAINIO
KOCTHOTO MO3ra WM TPaHCIUIAHTAIMIO KJIETOK-TPEAIIeCTBEHHUKOB MepU(pepuyecKoil KpoBH, 1
CEePIOBUIHOKJICTOYHBIN KPU3 Y TAIIUEHTOB C CEPIIOBUIHOKIECTOUHON anemuer. Hanboee gacto

OTMCHABIIUMUCA HCKCIIATCIIbHBIMU SBJICHUSAMU ABJISIFOTCA: TMHUPCKCHUA, CKCJICTHO-MbIINICYHAA
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0oib, KOTOpasi BKIIOYACT 0OJb B KOCTsX, JOOIb B (CIUHE!] [@APRPANLALY,| |MIAINUIO,, OOMH |B

KOHEYHOCTH, CKEJIETHO-MBIIICUYHYIO 00JIb, CKEJIETHO-MBIIICUHYIO 00JIb B TPYJIHOU KJIETKE, 00JIb B
miee, aHeMHs, pBOTa W TOIIHOTA. B KIMHUYECKUX HCCIEAOBAHUAX Y MAIlMEHTOB CO
3JI0KAYE€CTBEHHBIMA HOBOOOpA30BaHHUSMHU CKEJIETHO-MBIIICYHAss OO0JIb HMMeNa JITKYI WU
CPEIHIOIO CTeTeHb TshKecTH Y 10 % manueHToB, 1 OblIa TSHKeNnon y 3 % MalueHToB.

TaOiauuHbIN IEpEeUYeHb HEXKENATEIbHBIX PEAKIINI

[lepeuncieHHble HEXENATCNbHBIC pPEAKIMH 3apETUCTPUPOBAHBI B paMKax KIMHUYECKHUX
UCCIICIOBAaHHUI U (PUTYPUPOBAIIU B CIIOHTAHHBIX COOOIICHHSIX.

HesxenarenbHbIe peakluy MepeyrciieHbl HUKE B COOTBETCTBUH C KJIACCH(HUKAIIMEH 10 OCHOBHBIM
CHCTeMaM M OpraHaM M 4acTOTE€ BCTPEYaEMOCTH, KOTOpas ObLIa OIpe/ielieHa B COOTBETCTBUH C
kiaccudukanuein BecemupHoii opranusanuu 3npaBooxpanenus (BO3): ouenp gacto (> 1/10);
gacto (> 1/100, Ho <1/10); Heuacto (> 1/1000, HO <1/100); peaxo (> 1/10000, vo <1/1000); oueHb

peako (<1/10000); wactora Heu3BecTHa (HAa OCHOBAaHWM HWMEIOIIMXCS JIAHHBIX OIICHHUTH

HEBO3MOJKHO).
CucreMHO-OpraHHbIN KJ1acc Yacrora HexenarenbHble peakiuu
Hugpexyuu u unsasuu Yacro Cencuc, OpOHXHUT, HHPEKIUSI BEPXHUX
JbIXaTelIbHbIX  IyTeH,  MHQEKIus
MOUEBBIBOJIAIIMX MTyTEH
Hapywenusa co cmoponv | OueHb 4acTo TpomOouuTONnEHUs, aHEMHUSI
Kpoeu u  aumgpamuyeckou | Yacro CruteHOMeTaus®, CHUIKEHUE
cucmemul remorinoouna’
Heuacto Jletikoruros?
Penxo Pa3zpeis cele3eHKu?,
CEpPHOBUAHOKIETOYHBIN KPU3
Hapywenus co cmoponw | Heuacto ['Mnep4yBCTBUTENBHOCTD,
UMMYHHOU CUCEMbl TUIEePYYBCTBUTEIBHOCTD K Tpernapary?,
peakuusi ~ «TpaHCIUIAHTAaT  IMPOTUB
X03MHa"»
Penko AHadunakTuyeckasi peakius
Hapywenua  memaboauzma | Yacto CHuxeHue anmneTuTa*, MOBBIIICHNE
U numanus aKTUBHOCTH JIAKTAaTJIErHJIpOreHassl B
KpOBU
Heuwacro I'unepypukemus, HOBBILIEHHE
KOHIEHTPAallMd MOYEBOM KHCIOTHI B
KpOBU
Penxo CHuXeHHe KOHLEHTpPAlUU TIIOKO3bI B
KpOBH, ncesomnoaarpa’
(mupodocdaTHbIl XOHIPOKATIBIIMHO3),
HapyLIEHMs KHUJIKOCTHOTO OajlaHca
Ilcuxuueckue napyuwenus Yacro becconnuia
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Hapywenus  co  cmoponsr | O4eHb 4acTg ( lomosmas Gomef TENLHOCTE 0001)
HEepBHOU cucmembl Yacro FCONOROKPYXKEHUE,  PHNECTe3ns,
MapecTe3ust
Hapywenus co cmoponw | Hacto ApTtepuanbHas TUIEePTEH3HUS,
cocyoos apTepuasgbHas TUIOTCH3US
Heuacto BeHOOKKIIF03HOHHAs 00Ie3HB]
Penko Cungpom MIOBBIIICHHOU
MPOHUIIAEMOCTH KaHUIIPOB?,
A0OpTHUT
Hapywenus co cmopounwt | Hacto KpoBoxapkaHbe, OJbIIIIKA, KaIleb’,
ObIXamenvbHoll cucmemvl, 6oms B pororoTrke®®,  HOCOBOE
Op2aHOo8  2pYOHOU  KlemKu KPOBOTEUYECHHE
u cpedocmeHus Heuacto OcTpblii  pecnMpaTOpHBIA  JUCTpECC-
CHHIPOM?, JbIXaTeabHast
HEIOCTAaTOYHOCTh?,  OTEK  JIETKUX?,
JIETOYHOE KPOBOTEUYCHHE,

HHTCPCTULIMAJIbHAA 00JIe3HD JICT'KHX,
I/IH(i)I/IJ'IBTpaI_[I/IH J'IeI‘KOI‘Oa, THUIIOKCHA

Kenyoouno-kuweunvie

OueHp 4acTo

Huapes®®, ppora®®, TommoTa

HapyuweHus Yacro bonu B mosioctu pra, 3anop®
Hapywenus co cmoponw | Hacto ['ematomeranmus, MOBBIIIEHUE
NneyeHu U JHCenue8bl8oOAUUX aKTUBHOCTH IIEJIOYHON (hocdarazpl B
nymeu KpOBHU
Heuwacro [ToBbilIeHME AKTUBHOCTH
acrmapraTaMHHOTpaHchepassbl,
MOBBILIEHUE  AKTUBHOCTU  ramma-
[IIyTaMUJITPAHCHIENTUAA3bI
Hapywenus co  cmoponwvl | OueHb 4acTo Auonterust®
KOJICU U NOOKOXCHbIX mKkaHeli | YacTo Ko>HbIe BBICHIIIAHUS", JpUTEMA
Heuwacro KoxHnble BBICBHITIAHUS
MaKyJonanyJse3Hble
Penko Koxubiii Backyaut?, cunapom Caurta
(ocTpbIit (beOpunbHBIN

HeTpoUIbHBIN JepMaTo3)

Hapywenus co cmoponsi | OueHb 4acTo CkeneTHo-MbIIIeuHas 00J1b¢

MbIULEeYHO, ckenemnou | Yacto MEIIeYHBIE CIIA3MBI

U COCOUHUMENILHOU MKAHU Heuacto OCTeOH0p03

Penxo CHIXKEHHE MHUHEPAIbHOW IUIOTHOCTH

KOCTH, OOOCTpEHHE PEBMATOUIHOTO
apTpuTa

Hapywenus co cmoponst | Yacto Jun3ypusi, rematypus

nouek u  mouesvbigoosauwux | Hewacro [Iporennypus

nymeii Penko ['momepynoHe@put, NaATOJIOTHYECKHE
M3MEHEHUs COCTaBa MOUH

Obwue napywenus u peaxyuu | O4eHb 4aCTO VTomiIsieMocTs?, BOCIIAJICHUE

6 Mecme 66e0eHUs.

CJ'II/I3I/ICTBIXa, IMUPCKCHUA
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Hacro ( Bome B [ty AAgH] | HpieTreR ) ©0ME’)
acTeHMsIY, HEAOMOEaHHeS,
nepudepuyecKie OTeKn®

Heuacto Peakuuu B Mecte BBeICHUS

Tpaemwi, unmoxcukayuu | Yacto Tpancdy3nonHas peakuus®
U OCTIOJHCHEHUSL NpoYyeoyp

4 CM. «Onucanne OTACIbHBIX HEXKEIIATSIbHBIX PEaKIHi.

b Ormeuanucs Cllydau peaklMi «TpaHCIUIAaHTaT MPOTHUB XO35MHA» M JICTAJIIbHBIE HCXOMAbl Y
MAalMEeHTOB TOCJI€ AJUIOT€HHOW TPAHCIUIAHTALIMM KOCTHOTO Mo3ra (cM. «OmnucaHue OTIeIbHBIX
HEXENAaTeIIbHBIX PEaKIHil»).

¢ B ToM yuciie 6011 B CIIMHE, 00U B KOCTSIX, apTPaJITHs, MUAJITHS, O0JIH B KOHEYHOCTH, CKEJICTHO-
MBIIIIeUHas 00Jib, CKEJIETHO-MBIIIEUHast 00JIb B TPYIHOM KJIETKE, OO0JIb B 11I€e.

d annbie Cilydyan OTMEYAJIMCh B MPOIIECCE MOCTPETUCTPAIMOHHOTO MPUMEHEHUs Ipernapara y
MAlMEeHTOB, IEPEHECIINX TPAHCIUIAHTAINIO KOCTHOTO Mo3ra wim Moomm3aruto KIIT TIK.

¢ HexenaTenabHble SBJICHUSA, OTMEYABIIMECS C 00Jice BBICOKOW YaCTOTOHW Yy MAIMEHTOB,
MOJTyYaBIINX (QUITPACTUM, [0 CPABHCHHWIO C TMAIMEHTaMH, I[OJIy4aBIIUMHU Imanebo, u
ACCOIIMUPOBABIINECS C OCTATOYHBIMH SBJICHHUSIMHU 3JI0KAYECTBEHHOTO HOBOOOpPA30BaHUS WU

s dexTamMu IUTOTOKCUYECKON XUMUOTEpATTUI

OnwncaHue OTACIBHBIX HEKEJIATSAbHBIX PeaKIIUM

FunepuyecmgumeﬂbHocmb

PeaKHI/II/I THICPYyBCTBUTCIBHOCTH, B TOM YHCIIC aHa(bI/IJ'IaKCI/ISI, KOXHBIC BBbICBIIIAHUA,
KpallMBHHIIA, aHFI/IOHCBPOTI/ILIeCKI/Iﬁ OTCK, OAbIIIKA U apTCpHAJIbHAad THIIOTCH3WA, OTMCHAIVCh B
Ha4YaJIbHOM WK IMOCICAYIOIICM MCpUoAC TEpalluh B KIMHUYCCKUX HCCICAOBAHUAX H
MOCTPETUCTPATINOHHOM OIIBITC ITPUMCHCHU . B LEJIOM, JaHHBIC CITy4YaHu Yalle peruCTpupoOBaInuCh
IMOCJIC BHYTPUBCHHOI'O BBCACHM IIpCIiapara. B HCKOTOPLIX CIydasdX CUMIITOMBI pEHUIAUBHUPOBAJIN
IIpU MMOBTOPHOM BBCACHUM IIpCriapara, 4YTO CBUACTCILCTBYET O HpH‘IHHHO-CJ’IC}ICTBCHHOﬁ CBs3H.
HCO6XO,I[I/IM8. MoJIHasA OTMCHA TCEpalnu IIpcliapara Heitnomakc 0e3 MMOoCJICAYOUICTO
BO30OHOBJICHUS €r0 IIPUMCHCHUA Yy IMAOUCHTOB, Y KOTOPBIX OTMCYAINCHL CCPbC3HBIC
AJICPruiCCKUEC peaKu.

Heowcenamenvhule s6nenus co CMOPOHbL JIECKUX

B knuHM4eckux HCCIICAOBAHUAX W B IMOCTPECTUCTPAIMOHHOM ONBITC NPUMCHCHUA OTMCYAINUCH
HCIKCJIATCIIbHBIC ABJICHUS CO CTOPOHELI JICTKUX, B TOM YHUCJIC UHTCPCTULIMAJIbHAA 00JIe3Hb JICTKHX,
OTCK JICTKUX H I/IH(l)I/IJ'II)TpaTI)I JICTKOI'0, KOTOPBIE B HEKOTOPBIX ClIydasaX IIPUBOAWUIN K

npIxatenpbHoM — HemoctaTouHocth wimm  OPJIC, B ToM  49mciae ¢ JIETAJIbHBIM
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HCXO0IO0M (CM. pasaen 4.4.). (NOCNEOOBATENEHOCTE 0001)

Cnnenomezanus u paspulé ceneseHku
[locne BBeaeHuss QuarpacTuMa pErHCTPUPOBATUCH CIIydad CIUICHOMETajJuH M Pa3pbiBa
Celie3eHKH. B HEKOTOphIX ciydasX pa3pblB  CEJIE36HKHM MPUBOAMI K  JIETaJbHOMY
ucxony (cm. pazzaen 4.4.).

Cunopom nogwvluieHHO NPOHUYAEMOCIU KANULIAPO8

[Ipn npumenenun I'-KC® oTmeuanuch ciaydyau CHHAPOMA IOBBIILIEHHOW IPOHULAEMOCTU
KanuwuisipoB.  JlaHHOe  oclokHEHHWE  OOBIYHO  PErMCTPUPOBAIOCH Y  MAIlMEHTOB  C
pacnpoCTpaHEHHBIMU  3JI0KAUYECTBEHHBIMU OIyXOJSIMH, CEICHUCOM, TOJIY4YaBIIMX OOJbIIOE
KOJINYECTBO XUMHOIIpenapaToB win adepes (cM. pasnen 4.4.).

Koorcnwiit 6ackynum

VY nanueHtoB, MOMy4YaBIIMX (UITPACTUM, PETUCTPUPOBAIUCH CIydad KOXXKHOTO BacCKYJIHTA.
MexaHu3M JaHHOTO BacKyiduTa y MAlMEHTOB, MONy4yaBIIMX (QuirpactuMm, HeusBecTeH. [lpu
JUIMTEIbHON TEparny KOXKHBIN BaCKyJIUT oTMevaiics y 2 % nauuenton ¢ TXH.

Jletixoyumos

JletikonuTo3 (NOBBIICHUE KOJUYECTBA JICHKOIIMTOB >50X109/J'I) ormeuainca y 41 % 310poBbIX
JIOHOPOB, 2 TPAH3UTOPHAS TPOMOOIUTONECHNUS (CHIKEHHE KolmuecTBa TpoMoormTos <100x10%/1)
nocJie Tepanuu GuIrpacTUMoM u Jieiikadepesa —y 35 % noHopoB (cM. pazaen 4.4.).

Cunopom Ceuma

Crnyuyau cunapoma Csuta (octporo GpeOpriIbHOTO HEHTPODUIBHOTO JEpPMaTo3a) OTMEYAIIUCh Y
MAIUEHTOB, TIOJTyYaBIINX (DUITPACTHM.

llcesoonooazepa (nupogochammwiii XOHOPOKATLYUHO3)

Crnyuyau ncenonogarpsl (mupodochaTHOrO0 XOHAPOKAIBIIMHO3a) OTMEYANUCh Y MAIlMEHTOB CO
3JI0Ka4€CTBEHHBIMU OIMYXOJISIMH, TTONy4aBIINX (PUITPACTHM.

Peaxyus «mpancnianmam npomus xo3sauna»

OTMeYanuch CIIy4aW pEeakIUH «TPAHCIUTAHTAT MPOTHUB XO3AWHA» W JICTAIbHBIE HCXOIBI Y
narueHToB, noiydaBmux [-KC® mocne anmoreHHO# TpaHCIIAaHTAlMM KOCTHOTO MO3Ta (CM.
paznen 4.4.u 5.1.).

[Tpoune ocoObIe MOMYJIAIINNA

THayuenmor noscunozo eo3pacma
Paznuunit B GezomacHocTd MK 3((EKTUBHOCTH y MAIMEHTOB B BO3pacTe crapiie 65 JeT mo

CpaBHCHHIO C Ooiee MOJIOABIMHA B3POCJIBIMU MAIIUCHTAMU (B BO3pPacTe >18 J'ICT), MMoJIy4yaBIIMMU
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LUTOTOKCHYECKYIO XUMUOTCPAIINIO, HE OTMEUAIOCH; IINH [KIMHECKOM TPUMEHGHIH IPeITapaTa

TaKXkKe He 3aUKCHPOBAHO PA3TUYUN OTBETA MEX]y IMOXKUIBIMU U 00JI€€ MOJIOJBIMU B3POCIBIMU
nanyMeHTaMy. JlaHHbIX U1 OLICHKM IPUMEHEHMS npernaparta Helnomakce y MoXKWIbIX MallMEHTOB
10 IPYTUM 3apETrUCTPUPOBAHHBIM [TOKA3aHUAM HEJOCTATOYHO.

eTu
JlaHHbIe KIMHUYECKHX MCCIEIOBAHUHN y JeTell CBHIETENBCTBYIOT O TOM, 4YTO O€30MacHOCTh U
3¢ (heKTUBHOCTh (uUArpacTUMa y B3pOCIBIX M JETeH, NOMy4YalolIMX IUTOTOKCUYECKYIO
XUMHOTEPANNIO, aHAJIOTUYHBI, YTO CBUJECTEIHCTBYET 00 OTCYTCTBHM CBSI3aHHBIX C BO3PacTOM
pazauuuii B mapamerpax (QapMakoKuMHEeTUKH Quirpactuma. CTaOWIBHO OTMEYaBIIUMCS
HE)KEJIaTeNbHBIM SIBJICHUEM OblIa CKeJIeTHO-MBIIIeYHast 0O0Jb, XapaKTePHCTUKU KOTOpPOW He
OTJIMYAJINCh OT TAKOBBIX BO B3pOCIOW monyysiuuu. JlJisi JajnpHEWIIer OUEHKUW NPUMEHEHHS
bunrpactuma y neTei JTaHHBIX HETOCTATOYHO.
Jlemu, cmpaoarowue TXH
VY nereit, crpagaBmmx TXH 1 monmydaBmux JUIMTETBHYIO TEPAMUIO (GUIATPACTIMOM, OTMEYAIHCH
CIIy4au CHUKEHUS MUHEPAIbHOW INIOTHOCTH KOCTHOM TKaHHU U OCTEOINOPO3a.

COO6H.I€HI/IC 0 IMOA03PCBACMBIX HCKCIATCIAbHBIX PCAKIIUAX

Baxxno cooOmare 0 I10J03pEBACMBIX HEXKENATEIbHBIX PEAKIUAX TI0CIe PETHCTPalluu
JICKapCTBEHHOTO TIperapara ¢ Meiblo 00eCreYeHrs HEMPEePhIBHOIO MOHUTOPHUHTA COOTHOIIICHUS
«IOJIb3a-pUCK» JICKAPCTBEHHOTO TIpemnapara. MeIUIMHCKUM pPaOOTHUKAM PEKOMEHIYEeTCs
coo0IaTe O JIOOBIX MOI03PEBACMBIX HEXKENATENbHBIX PEaKIUAX JEKapCTBEHHOTO IMpemnapara
yepe3 HallMOHAJbHBIE CUCTEMBI COOOIIEHUS O HEKEIaTeNbHBIX PEaKIHSIX TOCyIapCTB — YJICHOB
EBpazuiickoro 53KOHOMHYECKOTr0 COI03a.

Poccniickas @enepanns

®DenepanbHas ciryx0a 1Mo Haa30py B cepe 31paBoOXpaHEHUsI.

Anpec: 109012, r. Mocksa, CrnaBsiHCKas Iiiomansp, 1. 4, ctp. 1.

Tenedon: +7 800 550 99 03

DnexTponHas moyra: pharm@roszdravnadzor.gov.ru

CaiiT B nH(OpMAIIMOHHO-TEJIEKOMMYHUKALMOHHOM ceTn «HTepHeT»:

https://www.roszdravnadzor.gov.ru/

4.9. lepeno3npoBka

ITocnencTBus NEepCa03UPOBKU (I)I/IJ'Il“paCTI/IMOM HC YCTAHOBJICHBI. HperameHI/Ie MMPUMCHCHUA
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(huirpacTMMa IPUBOJMIIO K CHYDKCHHIO YMCId LMPKYIMPYIOUHX Holimpoduior|ra-50.%6 wepes

1-2 nHs mocie OTMEHbI Tepanuy MpernapaTom, KOTOPOE BO3BPAIIATIOCh K HOpME uepe3 |—/ nHen.

5. ®APMAKOJIOTMYECKUE CBOMCTBA

5.1. @apmakoauHaAMHUYecKHe CBOiicTBA

dapMakoTeparneBTUYECKas TPYIa: IMMYHOCTUMYJISTOPHI; KOJIOHUECTUMYIIUPYIOIINE (PaKTOPHI.
Kox ATX: LO3AAQ02

[Ipenapar Heiinmomakc siBnsercs OnoaHanorom (0MOmo100HBIM JIEKAPCTBEHHBIM MPENapaToM).

dapmakogngamuyeckue 3P HeKTel

YenoBedyeckunii TpaHyIONMUTAPHBIA KonoHuecTuMyIupytomuid ¢akrop (I'-KC®D) npencrasnser
co00i TIUKOMPOTEHH, PETYJUPYIOIIUNA MPOIYKIUIO W BBICBOOOXKIECHUE (YHKITMOHATBHBIX
HelTpoduiaoB u3 koctHoro Mosra. I'-KC® (¢dumirpactiM) BbI3bIBa€T 3HAUUTEIBHOE MOBBIILICHUE
yuciaa HEUTpopwioB B mnepudepuyeckoil KpoBM B TeueHHE 24 4acoB, CONPOBOXKIAIOIIEECS
HE3HAYNTENILHBIM ITOBBIIICHUEM KOJMYECTBA MOHOIIUTOB. Y psiia manueHToB ¢ TXH ¢unrpactium
CIOCOOEH TakKe HMHAYLIMPOBAaTh HE3HAUUTEIbHOE MOBBIINICHWE KOJIWYECTBA LMPKYJIHPYIOIIMX
503MHOGWIOB U 0a30(MIOB IO CPABHEHUIO C HCXOAHBIM YPOBHEM; Y HEKOTOPBIX H3 3THX
HAlMEeHTOB 303uHOGMIMA MM 0a30(uinsg MOXKET IPUCYTCTBOBAaTh JO Hayaja Teparuu.
[ToBbIIeHNE KOTMYECTBA HEUTPODUIIOB SIBIISETCS 10303aBUCHMBIM PY TPUMEHEHHUH TIperapara
B pEKOMEHAyeMbIX 103ax. HeliTpoduisl, mpoaynupyomuyecs B OTBET Ha BBEAEHHE QUIrpacTuma,
XapaKTepU3yIOTCS HOPMaJIbHOW WJIM MOBBIIIEHHONW (PYHKIMOHAIbHOM aKTUBHOCTBIO, YTO OBIIO
IPOIEMOHCTPUPOBAHO B TECTAX XEMOTaKCHUECKO! U aronutapHoil ¢pynkuuu. [locine okoHyaHus
Tepanuu (QUIrPacTUMOM KOJUYECTBO LUPKYIUPYIOLUIMX HeWTpoduno cHuxkaercs Ha 50 % B
teuenue 1-2 nuei. [locne okoH4YaHMs Tepanuu QUITPACTUMOM KOJIMYECTBO IUPKYIUPYIOIMIUX
HelTpoduiaoB cauxkaercs Ha 50 % B TeueHue 1-2 aHeN M AOCTUraeT HOPMAJIbHOTO 3HAUEHUS B
teueHue 1-7 nHeil. [Ipumenenue ¢uirpacTuMa y ManueHTOB, MOJYYarOIUX HUTOTOKCHYECKYIO
XUMHOTEpANuio, MPUBOAUT K 3HAUYUTEIbHOMY CHI)KEHUIO YacCTOThI, CTENEHHU TSDKECTH U
MPOJOKUTENFHOCTH HelTponieHun U (GeOpuibHOW HelTporneHuu. Tepanus (uiIrpacTUMOM
3HAYUTEIBHO CHUXKAET MPOJODKUTENBHOCTh (eOpHIbHOW HEWTPONEeHUH, HCIOIb30BaHUe
QHTUOMOTUKOB M YacTOTYy TOCIUTAIM3ALMU TOCIE MHAYKIMOHHOW XMMHOTEpANUU MO MOBOIY
OCTPOT0 MHENOJeKo3a WM MHel0abJaTUBHONW Tepaluu C IMOCIeqyIoleld TpaHCIUTaHTaluuen
KOCTHOTO Mo3ra. YacToTa MOBBIIIEHUS TEMIIEPATyphl Tella U JOKYMEHTUPOBAaHHBIX HH(EKINN He

CHIDKAJIaCh B 00EUX CUTyallusiX. HpOI[OJDKI/ITe.HBHOCTB nepuoaa MmoBBIIICHUA TEMIICPATYPBI TCJIA
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HC CHIDKAllaCh Y MALKCHTOB, MOJyYaBIINX| MUCIOaMIIATHBEYIO ( TRPATIAIQ | ¢ (TIOCTICYFIei

TpaHCIUIaHTallMe KOocTHOro Mmosra. IlpumeHeHne @uirpacTuMa Kak CaMOCTOSITENIbHO, TaK U
[ocjie  XHMUOTEpanud, MOOMJIM3YET TIEMOIOATHYECKUE  KJIETKU-TPEIIIECTBEHHUKH B
nepugepuyeckyro KpoBb. Bo3moxkeH 3a00p MOOMIM30BaHHBIX TaKUM 00pa3oM ayTOJOTHYHBIX
FeMOTIOITUYECKHUX KIICTOK-TIpeAIIecTBeHHUKOB n3 mnepudepuueckord kposu (KIIIT TIK) ¢
nocienyomei nHpy3ue uX Mmocie 3aBepIICHHs] BBHICOKOJ03HOM HUTOTOKCHYECKOW Teparnuu
BMECTO WJIM B JONOJHEHHE K TpaHCIUIaHTaluu KocTHoro mo3ra. Mugysus KIII TIK yckopsiet
BOCCTAHOBJICHME TI€MOII0J3d, CHMIKAET NPOAODKUTEIBHOCTh II€pUOJA pPHUCKA PA3BUTHUSA
reMOpparu4eckux OCIOXKHEHUH M HEOOXOIMMOCTh INEpeIMBaHUSA TPOMOOLMTApHOH Macchl. Y
peuunuentoB  amwtoreHHbIx KIII TIK, MoOMIM30BaHHBIX (QUATPACTUMOM, OTMEYAIOCh
3HAUUTENbHO ©Oojee ObICTpOE TIeMaTOJIOrMYEeCKOe BOCCTAHOBJIEHHE, IPUBOJMBIIEE K
3HAYUTEIBHOMY COKpALIEHUI0O BPEMEHU [0 BOCCTAaHOBJIECHHUS KOJUYECTBA TPOMOOLMTOB Oe3
COOTBETCTBYIOILEH NOAEPKUBAIOLLEH TEpAluy, 110 CPABHEHUIO € AJZIOTEHHOW TpaHCIIaHTalUen
KOCTHOro Mmosra. B mpoBonuMom B EBpome peTpocreKTHBHOM HCCIEIOBAaHUU OLICHUBAIU
ucnonb3zoBanue [-KC® mocne ayioreHHoW TpaHCIUIAHTAIlMM KOCTHOTO MO3ra Yy MalUeHTOB C
OCTPBIMM JIEHKO3aMH, B pe3yibTaTe ObUIO 3a()UKCHUPOBAHO NOBBIIIEHHE PUCKA PEAKIUU
«TPaHCIUIAHTAaT MPOTHUB  XO35MHA», JICTAIbHOCTH, CBA3aHHOM C  TpaHCIUIAHTaLUen
(ToCTTpaHCIUTAaHTAIIMOHHAS JIETATBHOCTB), M 00IIeH JieTanpHOCTH Tpu npuMenennu [-KCD. B
OTJIEIbHOM PETPOCHEKTUBHOM MEXAYHApOJAHOM MCCIEIOBAaHUU Y MAlMEHTOB C OCTPHIMH U
XPOHMYECKHMMH MUEJNONIeHiK03aMH He ObUIO MPOJEMOHCTPUPOBAHO BIMAHUS MOJOOHON Tepanuu
Ha PUCK PEAaKIMH «TPAHCIUIAHTAT IIPOTUB XO3MHA», IOCTTPAHCIIIIAHTALIMOHHYIO JIETAILHOCTD U
o0LIyI0 JIETAIbHOCTh. MeTa-aHaIu3 MCCIEAOBAHUN MPU AIJIOTEHHOW TpaHCIIaHTAallMM, B TOM
YHClie IEBATU NMPOCIIEKTUBHBIX PaHIOMHU3UPOBAHHBIX UCCIIEIOBaHHM, BOCBMU PETPOCHEKTUBHBIX
WCCJIEOBAHUM U OJHOTO MCCIIENOBAHUS THUIIA «CIIy4aili-KOHTPOJIbY», HE BBIIBUJ BIUSHUS JTaHHOU
TEpanuy Ha pUCK OCTPOU U XPOHUYECKON PEAKIINH «TPAHCIUIAHTAT MPOTUB XO35IMHA» WINA PaHHEN
CBSI3aHHOM C Teparnuei netanbHocTh (Tadu. 1).

Ta6auna 1. OTtHocuTenbHblil puck (95 % /IN) peakuun «TpaHCIUIAHTAT MPOTUB XO3SIUHA»
U TNOCTTPAHCILUIAHTALIMOHHASI JIETAJIBHOCTHL mpH ucnoab3oBannu I[-KC® mocae

TPaAHCIIJIAHTAIIUH KOCTHOI'0 MO3Ta
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Octpaa )| I* OBATENEHOCTE 0001)
oHnuecKast | . o
w peaKu“n TIoTTTpanc
Iepuon «TpaHCILUIAHTAT IJIaH-
[yonukanus Homep «TPAHCILIAHTAT
HCCJIeJ0BAHUS NpPOTHB HDOTHE TAIMOHHAS
xo3simua» |1-1V p JEeTAJBHOCTEL
X03HHA»
CTeleHHn
Mera-ananus a 1,08 1,02 0,70
(2003) 1986-2001" | 1198 | 57 133) | (0.82:126) | (0,38:1,31)
EBponeiickoe
PETPOCIIEKTUBHOE 3 b 1,33 1,29 1,73
ncenenoparme | 00220027 | 1789 1 g1 6ay | (1,02 161) | (1,30: 2,32)
(2004)
MexnyHapogHoe
PETPOCIIEKTUBHOE ) b 1,11 1,10 1,26
neenenioparme | 100020000 1 2HO0 1 6851 49y | (0.86:1,39) | (0.95; 1,67)
(2006)

8 B aHamu3 BKJIFOYCHBI HCCICIOBAHUS, B PaMKaxX KOTOPBIX MPOHM3BOAWIACH TPAHCIUIAHTAIHS
KOCTHOIO MO3ra B TEUYEHHE JAHHOIO IIepUoAd; B psAAE MCCIECIOBAHUW ITPUMEHSIICS
rpaHylIoUTapHO-MaKpodaraabHblii KoJoHuecTUMYIHpytomuii paxtop (IM-KCD).

b B amanu3 BKIIOYEHBI MAMEHTHI, TIEPEHECIINE TPAHCILIAHTAIMIO KOCTHOTO MO3ra B TEUEHHE
JTAHHOTO IIEpHO/a.

Ipumenenue unepacmuma ons moounuzayuu KIII" I[1K y 300posbix 00HOpO8 nepeo aniocenHoll
mpancnaaumayueu Kl [IK

VY 370pOBBIX JOHOPOB NpUMEHEeHHe mpenapaTta B 7o03e 10 MKI/Kr/cyT (IOJKOKHO) B TEUCHHE
MOCJIeIOBATEIbHBIX 4—5 qHEN oOecreurBaio BO3MOXKHOCTH 3a00pa >4 X 10° CD34* knerok/kr
Macchl TeJla peLUIUEHTa y OOJIBIIMHCTBA JJOHOPOB IOCIIE IBYX MPOLENYp JieHKkadepesa.
[Tpumenenue ¢punrpacTuma y mauueHToB (nereit uiau B3pocnsix) ¢ TXH npuBoanio k ctoikomy
MOBBIIIIEHUIO A0COJIFOTHOTO YU Cia HEUTPo(dUIIOB B epu(epruuecKoil KpOBU U CHHYKEHHIO YaCTOThI
UHOEKIU 1 CBS3aHHBIX C HUMU sBieHHH. [Ipumenenue ¢unrpactuma y nanuentoB ¢ BUY-
MH(pEKINEeN MoAIepKUBaJI0 HOPMAIIbHOE YHCIIO0 HEUTPO(UIIOB, YTO 00E€CTIEYMBAIO BOZMOKHOCTh
NPOBEJCHUSI  MPOTUBOBUPYCHOW  W/WIM  JIpyrol  MHENOCYIPECCUBHOW  Tepanuu B
3aIJIaHUPOBAHHBIX PEKUMAX J03UpoBaHMs. JaHHBIX 0 TOM, 4TO y nanueHToB ¢ BUY-undexnueit
npuMeHeHue Quiarpactuma nosbimaeT pervmkanuio BUY, nomydeno He Obuno. Kak u apyrue
remoroaTuyeckue ¢pakropsl pocra, I'-KCD nemoHcTpupoBasl CTUMYIHPYIOLIEe BO3IEHCTBUE HA

KJIETKH DHIIOTEIU YeaoBeKa in Vitro.
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5.2. ®apMaKkoKHHeTHYeCKHe CBOlicTBa (NOCNEOOBATENBHOCTE 0001)

COOTEBETCTBYET DKCIMNEFTHOMY QTYETY

AOGcopouus

Nmeetcs monmoxkuTeabHas JIMHEWHAS KOPPETSAIS MEXY 10301 U KOHIIEHTpaIuel Gpuirpactuma
B CBIBOPOTKE KPOBHU KaK IpU BHYTPUBEHHOM, TaK M MOJKOKHOM BBeJeHuU. [locie noakoxHoro
BBEJICHUS B PEKOMEHAYEMBIX J03aX KOHLEHTpauus (QuIirpactTuma B CHIBOPOTKE KpPOBHU
noJiep>KkuBaiack Ha ypoBHe >10 Hr/mMia B Teuenue 8—16 gacos.

Pacnopenenenne

O06beM pacnipeneneHus GpuiIrpacTuMa B KPOBU COCTaBISIeT NpUOIU3UTeabHo 150 Mir/Kr.
OJIMMHUHALNS

Kimpenc ¢unrpactuma mocie ero moakoKHOTO U BHYTPHUBEHHOTO BBEJICHUS, KaK OBLITO TTOKA3aHO,
OMHCHIBaeTCS (HapMaKOKMHETUYECKOW MOJICNIbI0 TIEpBOro mopsiaka. lleproa moiyBhIBEICHUS
dbunrpacTruMa U3 CHIBOPOTKH KPOBU COCTABIISUT MPUOIU3UTENBHO 3,5 yaca, CKOPOCTh DJIMMUHAIIUU
cocrapisieT npubnausurenbHo 0,6 mi/mMub/kr. JInurensHas undysus ¢uirpactuma B TE€YCHHUE 10
28 nHeW y TAIlMEHTOB, HAXOJAIIUXCS B TEPUOJE BOCCTAHOBIICHUS IIOCJIE ayTOJOTHUYHON
TPaHCIUIAHTAIIMM KOCTHOTO MO3ra, HE TMPUBOAWIA K KyMyJSUU Quirpactuma u

XapaKTCpHU30BaJIaCb CPABHUMBIMU 3HAYCHUAMH IIEPUOAA ITOJYBBIBCACHU.

6. PAPMAIIEBTUYECKHWE CBOMCTBA
6.1. [lepeyeHb BCIOMOTaTeJbLHBIX BEllIECTB
CopOuron

Hatpus anierata Tpuruapar

[Tosmcop6at 80

PacTBOp yKCYCHOM KMCHOTBI

Bona nig nabekmn

6.2. HecoBMecTUMOCTH
JlaHHBIA JIEKapCTBEHHBINH IpernapaT He CJeAyeT CMEINIMBAaTh C JPYTHMH JIEKAPCTBEHHBIMU
mpernapaTamu, 3a UCKIIOYEHHEM YIOMSHYTHIX B pasnene 6.6. BernenctBue dapmareBTHUECKON

HCCOBMCCTHUMOCTHU IIpCIriapar Heilinomakc Helb3s1 CMEIIUBATh C 0,9 % PAaCTBOPOM HATPUA XJIOpUIA.

6.3. Cpok roaHocTH (CpOK XpaHeHHs )

2 rona.
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(NOCNEOOBATENEHOCTE 0001)

6.4. Oco0ble Mepbl NPeIOCTOPOKHOCTH NPH XPAHEHUHU

B 3amumennom ot cBera mecte, pu temmneparype ot 2°C no 8 °C. He 3amopaxuBarsb.

6.5. XapakTep u coaep:kaHue NePBUYHOI YNIAKOBKH

[To 1,0 M1 wim 1,6 Ma Bo (IakoHBI HEUTPAIBHOTO CTEKJa | THIPOTUTHYECKOTrO Kiacca,
YKYIOpEHHBIE KOJMayKaMi KOMOMHHPOBAHHBIMU C 3JIEMEHTOM 3JIACTOMEPHBIM MJIM IpOoOKaMu
PE3MHOBBIMU U KOJIIMAYKaMH aTFOMUHHUEBO-TIJIACTUKOBBIMHU.

Ha xaxapiii (py1akoH HaKJIEUBAIOT ATUKETKY CaMOKJIESALIYIOCS.

[lo 5 (nakoHOB TOMEIIAIOT B KOHTYPHYIO  SYCHKOBYIO  YIAaKOBKY U3  IUICHKH
TOJMBUHUIXJIOPUIHOHN 6e3 (Hosbru mim ¢ Goibroi amOMUHHEBOM.

[To 1 KOHTYpHOH SIYEUKOBOU yIIAKOBKE BMECTE C MHCTPYKIMEHN 110 MEAULIMHCKOMY IPUMEHEHHIO

INOMCIIAIOT B ITaYKy M3 KapTOHA.

6.6. Oco0ble Mepbl NPEIOCTOPOKHOCTH TMPH YHUYTOKEHHH  WCMOJH30BAHHOTO
JIEKAPCTBEHHOI'0 Mpenapara uJjiu 0TX0J0B, MOJYYeHHBIX MOcje NPUMeHeHHs Npenapara u
Apyrue MAHUMYJISHUH € TPenapaTom

Oco0ble HHCTPYKIIHAH 110 IIPUMEHEHHIO M 00pAILIEHHUIO

[Tpu HeoOxonumoctu nipenapar Heitmomakc MOKHO pa3BOIUTh 5 % pacTBOPOM JEKCTPO3BI.

Hu npu xakux oOCTOSTENbCTBAX HE PEKOMEHAYETCs pa3BeleHHE 10 KOHEYHOM KOHIEHTpaluu
menee 0,2 muH EJl (2 mxr)/mi. ITlepen npuMeHeHrneM MPOBOAAT BU3YyalbHbBIM OCMOTp pacTBOpA.
JlonyckaeTcsi mpuMeHEeHHe TOJIBKO MPO3pavyHbIX PAaCTBOPOB, HE COAEPIKAIINX BUIUMBIX YACTHII.
Jns  manueHTOB, MOJydaroUUMX (UArpacTUM, pa3BeNeHHBIH J0 KOHIIEHTpAalMd MEHee
1,5 maa EJl (15 Mkr)/mi, HeoOX0quMO TpUOaBUTh YEIOBEYECKUI CHIBOPOTOYHBINA allbOYMUH /10
KOHEYHOW KOHLIEHTPAIUH 2 MI/MJL.

[Tpumep: B KOHEUHBIN 00beM WHBEKITUU 20 MJI, coeprKaIieil o0y 103y GuarpacTiMa MeHee
30 mma EJI (300 MKT), HeoOxoaumo 1o6aButh 0,2 M 20 % pacTBopa 4eI0BEYECKOT0 albOyMUHA
(EBp.®.).

[Ipenapat Heiinomakc He COAEP)KUT KOHCEPBAHTOB. YUHTHIBas BO3MOXHBIH PUCK MUKPOOHOM
KOHTaMHHaIuHU, GJIakoHsI ¢ mpenapaToM Helinomakc npeaHa3HaueHbl TOJIBKO JJi OTHOKPATHOTO

npuMeHenus. [Ipu pasBenenun 5 % pacTBopoMm ekcTpo3bl npenapar HelinoMake coBMeCcTUM co
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CTCKJIOM U IIUPOKHUM CIICKTPOM IUIACTHKOB, B [fOM YHCI¢ |HOHBAHHIIKIIOPHAOM,-TOMAQUCHHHOM

(comomMepoM MOJIUIPONUIICHA U HOTUITUIICHA) U TOJUIIPOIHICHOM.
Heo6xoanmo n30erats 3HEPru4HOTO BCTPSIXUBAHMSL.
JlomyckaeTcsi BBeZICHHE pacTBOPA TOJIBKO 0€3 HaIM4YHs HOCTOPOHHUX BUAUMBIX YaCTHII.

HMHCTPYKIIUH II0 YHUYTOKCHHUIO

[lomaganue nexapCTBEHHBIX IMPENapaToB B OKPYXKAIOIIYIO Cpeay HOJDKHO OBITh CBEICHO K
MUHUMYMY. He nomyckaercst yrunmsanus npenapara HellrmoMake ¢ OMOIIBIO CTOYHBIX BOJ WX
BMECTE C OBITOBBIMM OTXOAaMHU. 110 BO3MOXHOCTM HEOOXOJMMO HCIOJb30BaTh CIELHAIbHbIC

CHUCTEMBI I YTUIIW3alluK JICKAPCTBCHHBIX ITPEIIapaToOB.

7. AEPXKATEJIb PETUCTPAIIMOHHOI'O YIOCTOBEPEHUSA

Poccuiickas ®@enepanus

OTtkpsiToE akIoHepHoe odiecTBo «Dapmcranaapt-Y GUMCKUI BUTAMUHHBIN 3aBOJ»
(OAO «Dapmcrangapt-Y paBUTA»)

Anpec: 450077, Peciybnuka bamkoprocrtan, 1. Yda, yi. Xynaioepauna, 1. 28
Tenedon/dakc: (347) 272 92 85

OnekTponHas noyra: info@pharmstd.ru

7.1. IlpeacTaBuTEb AeprKATEJIs] PErHCTPALMOHHOIO YI0CTOBEPEHHUS

Poccuiickas @enepanus

OTxkpbITOE akMoHepHoe 001mecTBo «PapMcTannapT-Y UMCKHA BUTAMUHHBINA 3aBOJI»
(OAO «Dapmcrannapt-Y haBUTAY)

Anpec: 450077, Pecnybnuka bamkoproctan, r. Yda, yn. Xynaitdbepauna, 1. 28
Tenedon/dakc: (347) 272 92 85

OnekTponHas noyra: info@pharmstd.ru

8. HOMEP PETUCTPALIMOHHOI'O YJJOCTOBEPEHUS
9. JATA NMEPBUYHOI PETMCTPALIMM (ITOJTBEP)KIEHUSI PETMCTPALINH,

HEPEPEINCTPALINN)

Jlata nmepBoii peructpanuu:
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10. JATA IEPECMOTPA TEKCTA

COOTBETCTEYET 3KCNEPTHOMY OTYETY
or 16.10.2024 Ne 22657
(NOCNENOBATENBHOCTE 0001)

OO01mast XapaKTepHCTUKA JIEKapCTBEHHOTO IpenapaTa Helimomakc 1octynHa Ha THPOPMALMOHHOM

noprajie EBpa3suiickoro 3KOHOMHYECKOTO CO03a B MH(POPMAIMOHHO-KOMMYHHKAIIMOHHON CETH

«Hurepuer» http://eec.eaeunion.org/
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