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YI'IPABMTEJ'I HA H30K

N3UCKBAHUSA HA H30K
. 3A I'IP@BE)K,EIAHE HA XENATUPALLA TEPAMUA

CERR L, ”npu BETA TANTACEMUS,

TC.HE,D,CTBEHA XEMOIUTNYHA AHEMMUS,

@.HCTVITYLIVIOHAJ'IHA AIMNACTUYHA AHEMUA,
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HACHEHCTBEHA CUOEPOBNACTHA AHEMUA U

KOHIMEHUTAITHA AU3EPUTPOMNOETUYHA AHEMUSA

B U3BBHBOJIHUYHATA NMOMOLL



N3NCKBAHWA HA H3OK NMPU U3[QABAHE HA TMTPOTOKON 3A NPOBEXOAHE HA NEYEHUE C
XENATUPALLA ATEHTHY NMPU MAUMEHTU C BETA-TANIACEMWA, HACIIEACTBEHA XEMOITUTUYHA
AHEMVIA, KOHCTUTYLIMOHANHA AMNACTUYHA AHEMAST, HACTNIEACTBEHA CUBEPOBNACTHA
AHEMWA N KOHMTEHWTARHA BU3EPUTPONOETUYHA AHEMNA

MpoTOKONLT ce W3Jaea OT chieyManuIvpaHa KOMKcUA B neyebHN 3aBeAeHKA 32 BONHMYHA NOMOILL,
cksiouunmn aorosop ¢ H30K. CneuuanuiupaHnTe KOMUCHM Ce CH3AABAT CbC 3anoseq Ha AMPEKTOpa Ha
cnefrute nevebHu sasefeHus; YMBADN ,Lapuua Voanda" VCYI — Codwus, HCBANX3 - Codun, CBAJAD -
Codhus, YMBAJ ,Cb. MapuHa” — BapHa, YMBAN ,Cs. Meopri” — Mnosaue, YMBAN ,O-p Meopru CTpaHcku” —
MneseH, YMBAI “Mpot. o-p C1. Knpkosuy” — Crapa 3aropa, W BKMIOYBAT cheuuaniuctT ¢ KOAoBe Ha
cneumahﬁ‘jo";%r@‘"?% - KNNHYYHA XeMaronorus 1 51 - [eTcka KNMHUYHE XeMaTosnorus 1 OHKONOTYA.

¥ 4

N Eroh

I PE[Y3A 3ABEPSBAHE HA MTPOTOKONMUTE

Mpotokonu 3a 3ano4BaHe Ha NedYeHWe ¥ 32 NPOAL/KABAHE Ha JIeYEHMeTO Npu * CMAHA -Ha
epaneETHUHATA CxeMa

% é » MepguUuHCKa JOKYMEHTAUNUA, NOTEBRKAABALLE KPUTEPUUTE [0 NpUnoxeHue 1
S M Y BCUYKM Reobxoavmn nacneasanus, cLobpasHo NpunoxeHue 2
CNELMANUIUPAHA » = PelueHre Ha cnelMann3upaHa KOMUCUA C ACHa MeAWLMHCKa MOTMBaLKA 3a
KOMWUCUS 3ano4yeaHe Ha TepanyaTa, 3afkMKUTENHO ce oTGenAssa NMUNca Ha 3KMKoYBaLy
— KpUTEPUK
pEY = ‘[TpoTokon 3a npeanuceaHe Ha nekapcTea, 3annawaHu ot H30K/P3I0K' —
?I%?%&'-" A o6p. M3-H30K
;;“5 ; / = [lorenHeHs-u-Nognucatc-RpunoNetne-1-— AUCT 33-ORpegenAHe Ha
i KpUTEpUNUTE G- BoUMKKU-HeoBXxoRUMK-H3CAReBa
Komuceus no un. 78, 7. 2 »| 3aBEpPKa HAa NPOTOKONa
ot 330 B L{Y na H30K B P30K

TpoTokonu:3a. npogbikaBane Ha nieyeHneTo 6e3 NPoMsHa Ha TepaneBTUYHATA CXeMa

i ) “z’““‘xf”" e g‘uew{wﬂ:)*‘jﬂm
CREUVARIN3NPAH "] “Mpotokon 3a npegnvceaHe Ha nekapcTea, » 3aBepxa Ha
KONUCKS %~} sannauaHu or H3OK/P3OK™ —~ ofp. M3- "| npotokona
7 1 H30K

£

2

T
@ W3NCKBAHWUA HA H30K 3A NPOBEXDAHE HA XENATUPALLA TEPARIS NPY NALUMEHTY C BETA TARACEMWA, HAGTIEACTBEHA
XEMORUTUYHA AHEMWA, KOHCTUTYLIMOHARHA ANNACTUUHA AHEMWS), HACTIEACTBEHA CUAEPOBAACTHA AHEMUS 1
KOHFEHUTARHA AM3EPUTPONCETUYHA AHEMWA B U3BLHEONHUYHATA NTOMOLL
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chxpaanaar npmno:xe}m N9‘1 M npmnomenue Ne 3 OT Hac'roslu.(me Msucxaauv:wra wa H3OK", npu cnegyure ycnosm

) npuﬁomenue Ne.3 - npu HanyuveTo Ha Tekct B Pelienue Ha cneuvanuanpana komucus® o Aflp Ne 38: Menas £ia Mi 6bae
o.qospeﬂomeqeuue &, fiexapcTEeHAR: NIPORYKT, KaTO REKRapupam, Ye ChM YBEOMEH 3a ASIRCTBMETO HA HAdHaueara NekapCTeeha
Yepanus mgasam uchopMMpaHo Cbfracue chlilata Ja MM Bbae npunaraqa”,

i

ﬁ, =N 3
5< WIUCKBAHWSA HA H30K 3A NMPOBEXIAHE HA XENATUPALLA TEPANWA NPU NAUWEHTY C BETA TANACEMWA, HACIEACTBEHA
XEMOJINTUYHA AHEMUA, KOHCTUTYLWOHAITHA ANNACTUMHA AHEMIA, HACNEACTBEHA CUAEPOBNACTHA AHEMWSA N
KOHTEHUTANHA ZU3EPHUTPONOETUYHA AHEMUWUA B U3BBHBONHWYHATA NOMOLL




NPUNOXEHWE 1A

FAINCT 3A OMNPERENAHE HA KPUTEPUUTE MPU 3AMOYBAHE HA NEYEHUE C XENATUPAIL

ATEHTK NP NALIMEHTU C BETA-TAJTACEMWA

Hme:

EFH

&mméuwemmmema&m—yémmepneawa—e%em KEUMEpUEMS: -8 —Ro6oYeHA—6-—Hubpa—e—uHdaKc—u

Az l::KPUTEPUW 3A 3AMOYBAHE HA NEYEHWE C DEFEROXAMINE (SAQBITKUTENHU CA

! PP M g

BCUUKKPITEPUM)
f

ox@anwwaa neuexnue ¢ Deferoxamine:

M""DDHVNHO HaTpynBaHe Ha Xena3o Npy TpaHcy3noHHa XemMocuaeposa

MKE D56.1

xwx
I1p|f'if§ nauuel-rm Ha Bb3pacT Hag 2 roguHn cnea nbpeute 10 -12 xemoTpaHcy3un U HUBO HA CepyMeH
cbepumu Han 1000 ng/ml 1

Temxa'aneprum;:fu 1 ApyrY cTpaHu4HK peakLuu kbm Deferasirox uiwnn Deferiprone 1
2 (camo 3a matueHmu, Koumo ca nposexdany; u/imnu npoesexdam xenamupatio feyverue ¢ Deferasirox unu
Def enpmne u Umam peaucmpupany peaxquu)

HesanosonuTeneH Wit now Tepanes‘rwqu erEI(T OT HACTOALWOTO XenaTupaLuo neyeHve 1
(onpeaener-: Ha Gazama Ha cmoliHoCTU Ha cepyMeH thepumuH, cepdédeHr u qepHodpoﬁeH MRI u a;bpa«uun
Ha ?usngnacxeaue Ha rnfea kamepa 3a nepuod om 6 do 12 meceya (npu "UHMeH3USHO neuerue” U

3 cngcumenna mepanus” nepuodbm 3a npocnednasaxe Moxe da e Ao-Manbj)
(camo*saw# TAUUeHIMU, sKOUMO nposexdam xenamupauwo nevenue ¢ Deferasirox wnw Deferiprone u umam
Hesaaosonumenengunu JI0IU mepaneemuyeH KOHMPOI ebpXy XeJesHus cepbxmosap)
e ]
4 Enempo¢ope3§”na “Xemorno6uH 2

(CaMO 3a nauuemnu Koumo 0o ceza He ca npoeexdanu xenamupaiio nedete)

5 | Knunuue craryc, nacriefBanms i

znpernenu OT BpYyrH creuuWanvucTy 2
AN
Ak

wpemeﬂue,
zkmeamf;uﬂckg%mmemaum nombpﬂmaaal.ua kpUTepMKTe N0 npunoxedue 1 u scuuky HeofXOQUMM M3CneABaHWA, GBOBPA3HO

it

"tnmuanuanpaua’xomucua no AMNp Ne 38 1 eXCepTHO CTAHOBNLLE OT NOCTOAHEH EKCNEPTEH CLBET NG HEBPONOTHA

npunomeuue 2

B. I. USKNIOUBALLIA KPUTEPUU (NMPU 3ATIOYBAHE HA NIEYEHUETO)

1.  Texku aneprudHy uiuny Opyry HeXxenakn nekapcTeeHn peaxuiy
2. BpeMeHHOCT U nakTaumns
3. ®ebpunHu chCeTOAHWS O USACHABAEHE HA NpUuMHaTa

B-GONMULIHA-A032

FIOUEHKETO-C PR o oo oy

GHeHWEANIUPaHA-KOMUEH —rs

W3MCKBAHWA HA H30K 3A NPOBEM(BAHE HA XERATUPALLA TEPANIA MNPW MALUWEHTY C BETA TARACEMUA, HACNEACTBEHA

XEMONMUTUYHA AHEMUA, KOHCTUTYUWUOHANHA AMMACTUYHA AHEMWA, HACIEACTBEHA CUAEPOBIACTHA AHEMWA Y

KOHTEHWTANMA AM3EPUTPONOETNYHA AHEMWUA B U3BBHBEOIHMYHATA MOMOLY




ANPUNOXEHWE 16

JIUCT 3A ONPEAENAHE HA KPUTEPUWUTE NP MNPOOBINKABAHE HA NIEMEHMETO C
XENATUPALLIN ATEHTY NPU NAUMEHTY C BETA-TATACEMWA

Eg . POHWUHO HanynBaHe Ha XenA30 Npu TpaHCthy3MOHHE XeMOCKAepo3a
ke :

MKB D56.1 "

.E{oﬁ'hpﬂ WITH. %MHoro Ao6bp TepaneeTHieH edekT OT HACTOSWOTO XermaTHpalo neYeHwe C
Deferoxamme

(onpeﬁen% Ha Gasama Ha cmoliHocmyu Ha cepymeH hepumuH, cbpdeyer u yepHodpober MRI u qbpaf{uun
Ha gamnacxeaHe Ha nsea kamepa 3a nepuod om 6 do 12 Meceya (npu “UHMEH3USHO fieveHue” u
cnacumenHa mepgnus ' nepuodnm 3a npociedasare Moxe da e No-Manbk))

(3a naquenmu npoeexcaar.uu neveuue ¢ Deferoxamine)

Sy

}}EH}T&TVC nicrneasaHuA U Npernegu OT gpyry cneunanmcT 2

% i
Tabn. 1 excenanu nexapc‘rBeHu peaxuuu

Tlokanky KOKH peaxumm W B Jr

OTOTOKcuqucn» e oo,

g 'Mi(nPM ﬂPOﬂ'bJ‘I}KABAHE HA REYEHWETO)

r.L M3K.I1]-O'-IBAI.I.|VI KPMTE
1. Texku aneprmHM whrin .B.p_vru HeMenaxn NekapcTBeH| peakuun
2. BpemeHHOCT (RO NpeUeHka MOXe A& Ce NPUNAara 8 TPETH TPUMECTLP)
3. @efpunHN CECTORHKA A0 U3RCHABAHE Ha MPUYMHATA
4, fokymentupasa wHtexuws ¢ Yersinia enterocolitica

B-CORMMUINA-FO03a

Ty 5
l@ U3NCKBAHWA HA HAOK 3A NPOBEXIAHE HA XENATUPALLA TEPAMUA NPY NMALMEHTY C BETA TANACEMWS, HACREJCTBEHA
XEMOMTUYHA AHEMUS, KOHCTUTYLIMOHAITHA ATNACTUYHA AHEMUWRA, HACTIEACTBEHA CUAEPOBIACTHA AMEMUA W
KOHTEHWUTANTHA AMBEPUTPOROETVMHA AHEMIUR B N3BBLHBEONHWYHATA NOMOLL




NPUNOXEHWE 1B

JIUCT 3A ONPEOERAHE HA KPUTEPUUTE NPU 3AMOYBAHE N NPOABLITKABAHE HA
NEYEHMETO C XENATUPALLW ATEHTU NMPW NAUWEHTU C BETA-TATACEMUWSA

Ume: EFH

Babenexxa—MBUHLUHGHOMA—0OKYMEHMIALUS, — YOOCIHOSEPAGAE—8EEI H—ONT—HPHAEPHUME—8—R06O4OHE--6—HUpa—6—tHdeKs—U
BAGBANUMCAHO-APHORYHA8a HAGIHORUIOMO-BPURONeHIIE:

BXUET T b et T

ﬂtg !l"‘pKPP‘ITEPMM 3A 3ATIOYBAHE W NPOABITKABAHE HA AEYEHWETO C DEFERIPRONE

(3Aﬂ'mePITEIlHM CA BCUYKU KPUTEPUW)
ﬂexaaaﬂuﬂﬁsqfneqenue ¢ Deferiprone:
g-’ XPOHVUHO XefA3HO CBPLXHATPYNB2HE NPY NaLMEeHTU C TanaceMmst Maiiop, korato TepanusTa ¢ Deferoxamine
& __€.JIPOTMBONOKA3aHa UK HenoaxogALa.

| mKkB Ds6.1 :

Bl
1 Bh“sp%c'rg é?%ironuﬂu

iy distiiie:

Texaguwgggepmqnu Jg;fgpyru CTPaHUYHW peakuuu k.M Deferoxamine uivnin Deferasirox
2 (carnkggusat;%@aaueimu Koumo ca apoeexdanu w/unu nposexdam xenamupalo neverue ¢ Deferoxamine unu
Deferas:rax»u uMam peaucmpupany peakutiu)

Hezanoaonwreneu MMM floll TepanesTudeH edekT 0T HaCcTOAWIOTO APYTo XenaTupawo nevyeHue 1

(onpedeneﬁw Ha Gazama Ha cmolHocmiu Ha ‘cepyMen chepumut, copdegtien U HepHodpoben MRI u gpaxuus
3 | wHajlgmndckeane Ha nsiea kamepa 3a nepuod om 6 do 12 meceua)

{3axhnauueHmu naposexdauy neventie ¢ Deferoxamine vwnu Deferasirox u umam HesadosonumeneH uny
now mepaneemuqu KOHMPON 8bPXY XEeResHUs cepbxmosap)

ﬂoﬁ'bpfunwmnoro“noﬁ'bp TepaneBTuyeH eqeKT OT HACTOALOTO XenaTupauwo nevenve ¢ Deferiprone 1
4 (onpedeneH Ha 5a3ama Ha cmodiiHocmu Ha cepymen ghepumun, cepdeyer u yepHodpober MRI u (paxkyus
Ha usmnacxaaﬂe Ha fiAea kamepa 3a nepuod om 6 do 12 meceya)

(3a Ratirenmu, npoeemdamu neyerue ¢ Deferiprone)

J'IaﬁopaTopHH upvrrepuu 2
Aﬁcomo"reu HeyTpocbmneH Bpoti {(AHB) 1.5 x 10%
ng ,ﬁoqs‘nm 2100 x 1091|

fAHaY Dest U I{peaTMHMH B pedrepeHTHN CTONHOCTH
PAT wASAT < 4 I'I'hTM oT ropHa pedepeHTHa CTORHOCT

5 *Cepymua
M“,.z . - 72%{

myﬂkuuoﬁanﬂu‘ MRI Kpmep M
(3a nauu Hmu Had 10~-200. ebspacm)
WCb“p,qeqemTz* >10 ms u depHoapober MRI < 7 mglg
. Gbpgequ W 2* >10 ms 1 6e3 AaHHun 3a cbpheuHa gucdyHKLMA
M ..

2

=g

Knunuyer’ JCTaTyC‘ MSCHEABQHMH u npernemi OT Apyr cnevyuanmcru

T

Nunca va mxmousal.uu upwrepuu no rouxa 6.1 °

=]

%ﬁeuﬁ“‘euue H%gneuumusupana koMucya no:-Alp Ne 38 ¥ excnepTHO CTAHOBULLG OT ROCTOAHEH EKCEPTEH CLBET MO Hesponorun
zmuuuu%a ROKYMEHTALMHA, "TIOTELPXGABALA KPUTEPUATE R0 MPUAOKEHMe 1 M BCUKM HeoGXoauMN U3CTSABaHMR, c‘boﬁpasm
npuIoNeHne-2

Tabnuua 1 Hexenany nekapcrBeHW peakLvu

Heytponeuus (AHG < 1.5 x 10%/)

Fagene, NoBpbLYaHe, AMAPUA, KopemHa GOk

AptpanrusfapTponatua

MoBuiuasaHe Ha HUBaTa Ha cepymMHuTe TpaHCaMUuHasn

-
» 5 6
rg‘aﬁl W3UCKBAHWNA HA H30K 3A NPOBEXDAHE HA XERATUPAWLA TEPANNA NPU MAUWEHTW C BETA TANACEMWA, HACTEACTBEHA
XEMONUTUYHA AHEMIWA, KOHCTUTYUWOHANHA ATTNACTUMHA AHEMWA, HACIERCTBEHA CULEPOBRACTHA AHEMUA W
KOHFEHWTANHA QWU3EPUTPONOETWYHA AHEMIMA B U3BBHBONHWUHATA NOMOt|



MPUNOXEHWE 18

B. Il. UIKMIOYBAWN KPUTEPUM (MPU 3ATIOYBAHE U NPOABLIMKABAHE HA JIEYEHUETO)

1.

9”“33*%:“

gl

Texxn anepruuHn Wiunm Apyrv HexenaHu NekapcTBeHN peaKui
2. XpoHW4YeH xenaTuT, PesynTaT oT XenatiT C ¢ faHHW 3a Texka YepHoapobta auctyHkuua

3. Uwupoza Ha yepHns gpob ¢ Apyra eTuonorus
ﬁ%%EpemeHHom U nakTauus

penxom.qaw,a HeyTponeHuA (C W3KNioHeHe Ha Takaea, CBbp3aHa C© XWNEPCneHW3EM, BUpYCHa

m-
2
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W3IUCKBAHWA HA H30K 3A NMPOBEXM(BAHE HA XERATUPALLA TEPANIA NPWY NMALWEHTKY C BETA TATTACEMIUR, HACNEACTBEHA
XEMOJIMTUYHA AHEMWA, KOHCTUTYLIMOHANHA ANNACTYHA AHEMWR, HACNEACTBEHA CUOEPOBNACTHA AHEMWA 1
KOHFEHUTANTHA TUSEPUTPONOETUYHA AHEMWA B U3BBHBONHNYHATA MOMOLW



| [PUNOXEHME 1T
NUCT 3A ONPELENSAHE HA KPUTEPUUTE MPU 3AMOYBAHE U NPOABMKABAHE HA
NEYEHWETO C XENATUPALLW AFEHTW NMPY MALMEHTYU C BETA-TARACEMMS, HACNEACTBEHA
XEMONUTUYHA AHEMUSE, KOHCTUTYLIMOHATTHA ATINACTUYHA AHEMUS, HACNIEACTBEHA
CUIOEPOBMACTHA AHEMUS Y KOHTEHUTAIIHA BU3EPUTPONOETUYHA AHEMUST

Umes EFH

3aBeRoKKA—MOOUHUHEKEIa—COKYMEHAYHA—YOCII0BEPABaIHA - SR~ O —KDUIMB PN —6—A0COYEHa—6—HERa—6—uHBeHE—Y
330LFHIMEAHO-APUGPYHABa-HAGIMOAWONIG ApUNoKeHUe,

A. lll. KPUTEPUK 3A 3AMNOYBAHE W MPORBMKABAHE HA JIEMEHWETO C DEFERASIROX
(SAHBH}KMTEHHM CA BCUYKWN KPUTEPUN)

ﬂokaaaﬂmé i;nevenue ¢ Deferasirox:

5 % XPOHWYHOD XENA3HO cBpbxHaTpyneare (KCH) npu nauneHt Ha BBL3pacT 2 2 rogvHu

*’“ HXPOHVYHO MCH, xorato nedeHnetro ¢ Deferoxamine e npoTMRONCKA3aHO WNNW ¢ HEROCTATBLYEH
'_ cbexT M KOWTO MpoBeXjat Hesagoeonutened TpascdysuoHeH pexum {(no-manko or 7 mifkg
. BPUTPOLMTEH KOHLEHTPAT MECEHHO)

- MKSD561 D58.9, D61.0, D64.0, D64.4

BB

Bbapacf§> 6: rogMiM MW fAeua nop 6-roaMiiHa BL3IpacT, Koraro nedenuevo ¢ Deferoxamine e
npomaonoxasauo UNnM ¢ HegocTarLueH edhexr *

Tem(l&ganeprutmn ﬂ%npyru CTpaHW4HM peakuun Kem Deferoxamine winnu Deferiprone !
2 (cai%?aa nauueHmu ¢ MKE D56.1, koumo ca nposexdanu u/uny nposexdam xenamupauio fevyesue ¢
Defefo rnxanrnne usits Deferiprone u umam peaucmpupaHu peaxuuu)

Teag;uﬁganepmquu M HpYTH CTPpaHW4YHM, peaxuuu Kbm Deferoxamine '
3 (camoﬁsa naytenmu, Koumo ca npoeemaanu u/uny nposexdam xenamupaiio nevenue ¢ Deferoxamine u
uman’%peeucmpupauu peakyut)

Hmso Ha cepyMeH chepuTHH Haa 1000 ng/m] !

4 (npli crivapmupane Ha xenamupaiyo flevexue)
Hesanoaonurenen WK row TepanesTuyeH eqaem‘ OT HACTOALLOTO APYTO XeNATMPALLO NleYeHne 1
(onpeb‘eneH Ha 6aaama Ha cmoiiHocmu Ha:CepyMeH (hepumu, cr:pdeuen U yepHodpobeHn MRI u ¢hpaxtus
5 | 7@ q.gmnacxsaﬁe Ha nnsa KaMepa 3a nepuod om 6 o 12 Meceya {Hpu “uHmMeH3ueHO neverue” epuUodLM

aa npocnedﬁsaHe Mome da e no-mansk))
(C&MO; 3a nauueHmu ¢ MKE D56.1, nposexdaui neyvenue ¢ Deferoxamine whwrm Deferiprone c¢
Heaadosonumenes usiu ow mepariesmuyeH KOHMPOJT 8bPXY Xene3Hus cepbxmosap)

No6Ep ' unu MHOro A06BLP TepaneBTUUEH e(heKT OT HaCTORWOTO XenaTipawo neyenue ¢ Deferasirox 1
{onpedeneu HE- 6aaama Ha: CMOOHGLIMY Ha CepyMeH chepumun, CbpaeuEH u vepHodpoben MRI u hpaxyus
6 | Ha usniackeaHe Ha nﬂeagca.uepa 8, 1epuod om 6 do 12 meceua (Apy "UHMEH3UEHO f84eHUE' " nepuodbm
3a npocneaﬂsaﬂe MOX© 6&;6 rio=mars K)

n
(3a nauueHmu,anpoee»c@amuweqe;me c Deferas:rox)

naSc:paropHnﬁxpmepuu L Y
«  CepymeH KpeatMhH -
- :HopMmarnHn, cmmocm:(sa ‘payuesmu, aanoyeaul neveHue)
- auopmanuu M@g@:&aanmeﬂn a0 33% OT GTOAHOCTTa NPK 3aN04YBaHE Ha NIEYEHIETO, MOBNUABALLM

2 Mep.uuvmcxa AOKyMeHTalus, nnrs'bpxw.aaal.qa prrepmwre no npunoxenne 1 W BCUYKM HEOBXOLUMU M3CNELBAHWA, CbOBPA3HO
npunoxenve 2

.,
tet 8
@ M3VUCKBAHWA HA H30K 3A NPOBEXIAHE HA XENATUPALIA TEPARKS NP NAUVEHTY C GETA TAIACEMUA, HACAIEACTBEHA
XEMOMUTHUUHA AHEMUS, KOHCTUTYLIMOHANHA ATITACTUMHA AHEMWS, HACTIERCTBEHA CUIEPOBRACTHA AHEMUS 1
KOHFEHWTANHA AN3EPUTPOTNOETUUHA AHEMIA] B U3BLHEONHUUYHATA MOMOILY,




APUNOMEHWE 1

tabnuua 1 HexxenaHy NexapcTBeHU peakLuu

lapeHe, noBprlLade, avapun, kopemya Gonxky

KoweH obpus

MosMuasaHe CTORHOCTUTE HA cepymeH KpeatTuHUH

MpoTtevnypun

YKNBYHMKAMEHNY APYTM OMRAMapHW HapyLueHns

MoBuLIaBAHE Ha  HUBATE HA CEPYMHUTE TPAHCAMUHA3N

5t

--n
i) 9
’.g& N M3UCKBAHNA HA H30K 3A IPOBEXIAHE HA XENATHPALLA TEPANUA TTPW NAUMEHTY C BETA TAACEMMSA, HACTERCTBEHA
XEMOANTAUHA AHEMUST, KOHCTUTYLIMORAIHA ANTIACTUYHA AHEMUS, HACNEQCTBEHA CWIERPOBAACTHA AHEMWA U
KOHFEHUTANHA AUSEPUTPONOETUMHA AHEMWA B U3BBLHEONHUYHATA NOMOLL




NPUNOXEHWE 10

AWUCT 3A ONPEQENAHE HA KPUTEPUWUTE NPU 3ANOYBAHE U MPOABLIXABAHE HA
NEYMEHUETO C XENATUPALLWN AFEHTU NP NALUMEHTU C BETA-TARACEMIKA

Bme: EIZH

W@Wﬁm&m—y@%m%mmm Kpameﬂwme—e—meeueua-e—qu@a—e—uuéexe—u

A. IV. KPUTEPUN 3A 3AMNOYBAHE W NMPOOBLINKABAHE HA KOMBMHWPAHA TEPARWA C

DEFER@XAMIN’E W DEFERIPRONE (3AOBITXWNTEINHW CA BCU4KW KPUTEPUK)

; ~<MKB 055 1 :

1 B'lfé ;a;crwzls romuMHM
HElnEeT

He3s ggbn onuieneH unu now TepanesTudeH edheKT OT HAaCTOAOTO APYTO XeNaTUpaLo evyeHne 1
{o peaeneH Ha ﬁasama Ha cmoliHocmu Hacepymed ghepumun, cbpdever U yepHodpober MRI u chpakyus

(npu%urfmeuaueuo nevenue” nepuodem 3a Apocnedseare Moxe 0a e No-ManbK)
(35;&:1aquenmu npoee)xaamu moromepanua ¢ Deferoxamine,  Deferiprone unu Deferasitox ¢
Hesadosositiménen.uftt now mepanesnuyeH KOHMpon ebpxy Xene3Hua cepbxmosap)

Ho6Lp uni, MHoro [o6Lp TepaneBTHYeH eheKT OT HACTOAOTO KOMBMHUpaHo XenaTupaulo seveHue
c Deferoxamme u Deferiprone *

(onpeaenemﬁa Gazama Ha cmoliHOCMU Ha CepymMeH thepumun, cepdeved u yeprodpobern MRI u hparkuyus
Haluamnackease Ha naea Kamepa 3a neptiod’om 6 do 12 meceya)

(npu UHn’ﬁa‘H:iU&HD neveque” nepuodsm 3a npocnedasade Moxe da e No-Manbk)

(38 MayUeHmU, NPOSEeXOAUIU KOMOUHUDAHO ngyeHUe ¢ Deferoxamine w Deferiprone)

naﬁopa-ropnu Kpurepuu: 2
ol 'Aﬁcomo'reu "HeyTpochuneH Gpoil (AHE) 21.5 x 10%
4 . Tpomﬁouum 2100 x 109/ ; N
. CepyMHa YPen 1 XpeaTuHUH B pecbepeHTHm CTORHOCTH
o _ALATWASAT < 4 ot ot ropHa pedepeHTHa CTOWHOCT

mynxuuouangy 1 MRI kpurepum 2
5 Cbp.qeqeﬁ T2* < 20 ms ¢ AaHHW 3a CbpaeyHa anchyHKLMA

! J"l;l T ?m ‘:f
L k"“@%ﬂ%wﬁ

,hpem&egﬁye gaacipeuuanuaupaua KOMMCHA Mo Aﬂp Ne 38 v excnepTHO CTaHOBUILE OT NOCTOAHEH eKCNeNTeH CLBET No Heeponomﬂ
& LrMeanUMHCKa *aoxymemaumf,Anmaapnmaaau.;a KpUTepuMTE N0 npuronexue 1 ¥ BCukY HeoGXORWMM W3CTeABaHs, GLOBPazHO
npnnmxeuue 2

Tabnuua 1 HexxenaHu NekapcTBeHU peakuum

HeyTponenus (AHBE < 1.5 x 10%1) -

MageHe, nospblUaHe, auapus, kopemHa Gonku

ApTpanrns/aprponaTus

MoeunitaBaHe Ha HUBaTA Ha CepyMHuTe TpaHCaMuHasu

JloKanHn KoXHK peakygun

OTOTOKCUYHOCT

OyHa TOKCUMHOCT

K=t 10

‘\7}%' W3NCKBAHMA HA H30K 3A MPOBEXOAHE HA XENATUPALUA TEPANKA NPU NALUKEHTA C BETA TANACEMUA, HACNENCTBEHA
XEMONMUTUYHA AHEMUWA, KOHCTUTYLUWOHARBA ANRACTUYHA AHEMWA, HACTIERCTBEHA CUAEPOBRACTHA AHEMWA W
KOHFEHWUTANHA ANSEPUTPORCETUYHA AHEMIA B N3BbHBONTHWUHATA NOMOLL



3ababsHe B pacTexa

KocTHu yBpex/aHus

XUnoToHus

Wudhexkuna ¢ Yersinia enterocolifica

AnepritHK peakumv

B. V. MBKHEO‘-IBAU.M KPUTEPUU (NPU 3ANMOYBAHE N MPOOBITKABAHE HA REHYEHWUETO)
e “ i Tesxky anepruHy nnnu APYIY HeKenaHn NekapcTBeHn peakLiti
i £2. XpoHuqu XenaTuT, pe3ynTaT ot Xenarit C € AaHHun 38 Texka YepHoapobHa AMCYHKLUNG
~ Liuposa Ha yepHus Apob ¢ Apyra eTMONoruA
. BpemeHHocT v naktaums
- peaxoxaatlla HeyTPONEeHWA (C W3KMIDUYeHVe Ha Takasa, CBbp3aHa C XWMMNEepCrneHn3bM, BUpYCHa
1 MHCeKuMA 1 nekapcTsea)
6 Jleuenne c Interferon
.. PeBpurHW ChCToRHKA [0 M3ACHABaHE Ha NpUYMHATA
: .EloxyMeHTMpaHa wHbekuva ¢ Yersinia enterocolitica

8
i - 11
I'E@ W3NCKBAHUA HA H30K 3A MPCBEXOAHE HA XENATUPALLA TEPAIMWA MPW MALUWEHTW G BETA TANACEMWA, HACAEQCTBEHA
XEMOMUTUYHA AHEMUA, KOHCTUTYUMOHANHA ANRBACTUYHA AHEMUA, HACTIEACTBEHA CUOEPOBNACTHA AHEMWA W
KOHFEHUTARHA AU3EPUTPONROETHUYHA AHEMWA B M3BBbHBONMHWYHATA NOMOL]



APUNOXEHWE 1E

AKUCT 3A ONPEAENAHE HA KPUTEPUUTE NPU 3ANOYBAHE WU NMPOABINKABAHE HA
NEYEHUETO C XENATHPALLIK ATEHTW NPV NAUMEHTU C BETA-TAITACEMUA

A. V. KPUTEPU 3A 3AMOYBAHE WU NPOOBLINKABAHE HA KOMBMHWPAHA TEPAMNWA C
DEFEROXAMINE W DEFERASIROX NP NAUWMEHTA HA MHTEH3MBHO U “CINACUTENHO” NEYEHUE
{SAOBTRKMTENHU CA BCUYKW KPUTEPWUIN)

MKB D356.1

Anre"i-laruauo .NoBeAeHue NPy NaUMeHTH Ha MHTEHIMBHO MNM “CRacuTenHo” neveHue, korato
1 npnno;:éenuem Ha Deferoxamine + Deferiprone e NpoTVMBONOKa3saHO WNW UMa He3a[OBOMMTENEH

ecpelm w« a

3 g »bpp.equ '172* < 20 ms € AaHHW 33 CbpAeYHa AUChYHKUMA

mep.nequ T2" <10ms

B

6TPACHN-B-TabR—2-Ha-NPURGKOHNe 2338 bIKHTenHo—68
RPBACTABAT Ha-CPURAARHI-GAaHIM— (AU -3aBODOHIM—ROARIGIHI-KORUR), APH-HARKIHE-HE-XOCHKTaABaLIA-CE-IPURATa BRINEUaAC
HOMBP-Ha-43-6-AABHACT-A0-1-MEC—PBAI-KIHAHAGTCTBAHETO ROARUGANE- 07 TIEKBD-CLT-CRBLUAIHOCT-KITHHIIHA-XOMBTOROMAL BETCKA

Geuuﬁ—npu-EMGx

o ST i vfg.é‘:‘;ﬂ%;:'nzm‘ S0 3 e
Tabnuua 1,~Hex{é§naﬂu§ﬁexapcrseuuspeaxuuu

MafieHe, NOBPLLIAHE, Avaphs, kopeMia.Gonki

MoBuiuasaxe CTORHOCTUTE ‘Hé"dépyméﬁ'}tiﬁ“@é‘i‘ﬁnmﬁ

MNosutuasaye Ha HMBATA Ha CEPYMHMTS TpaHC&MMHaSM

IpoTenHypus °...

KoxeH oBpus .- %

TToKanHK KoXHN peaxum

OTOTOKCUYHOCT

Ouna ToKCUIHOCT L

3abapsHe B pacTexa

KocTHU yBpexgaHist %

Wudbekumn ¢ Yersinia enterocolifica .

Anepruyin peakuvn

B. V. UBKNKYBALIW KPUTEPUA (TP 3ATIOYBAHE W NPOOBIMKABAHE HA NIEYEHUETO)
Texku anepridH wiunn gpyrv HeXxenany NekapcTBEHI peaxLuu

BpemeHHOCT KU NakTayus

KpeaTWHWHOE XNMYMpBHC < 60 mifmin

PebpunHu CLCTORHUA A0 UIACHABAHE HA NpUUMHATA

AokymenTupada nuathekunn ¢ Yersinia enferocolitica

Mk
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EE ‘ 12
é« W3NCKBAHWNA HA H3OK 3A MIPOBEXAHE HA XENATUPAIIA TEPATIUA NPY NAUVEHTU C BETA TANACEMMWA, HACRECTBEHA
XEMONATUYHA AHEMUA, KOHCTUTYLIMOHATTHA ANTIACTUUHA AHEMWA, HACNEACTBEHA CMAEPOBIACTHA AHEMUA 1
KOHFEHUTANTHA AUSEPUTPOROETUYHA AHEMUWS B W3BBHEORHWYHATA NMOMOLY




NPUNOXEHUE 2
1. AEYEBHO-AUATHOCTUYEH ANFTOPUTBHM

1. JIEKAPCTBEHW NPOOYKTWU, BrxnwoueHs B lMpunoxenwe 1 Ha TNAC, kouto H3OK
3annatla B CbOTBeTCTBME ¢ AelCTBaUNTe HOPMaTUBHA HOKYMEHTH.

INN MKB AO3A

= 20 -40 mg/kg.T.M. pY Jena (Ao cnvpase Ha
pacrexa)
¢ 35— 60 mg/kg.T.M. NPU Bb3pacTHW

DEFERUXAMINE D56.1

D56.1 e 75-100 mg/kg.T7.M. AHEBHO

1 D\véhs.'l, D58.9, D61.0, D64.0, D64.4 - 728 mg[kg.T_M. LOHEeBHO

?;%M 'z" ﬂPOCﬂEnHBAHE

3 WixoaHU cTORHOCTH
¥ npK 3anousaHe Ha +3M* | +6MY | +12MF | +24 m*
i ‘}f‘ NLPBOTO XenaTupawo
Ly L/ HeveHue
KpuBha Ka'pTuHa + AHE | x X X Xs, X
Peputun! ”T TR Y I S| X X X X X
Kpeartuuuk (c8Mo’3a-naiénTy Ha Deferasirox) .| x X X X X
CrotHotieH1e: nporemdkpea'muuﬂ {camo 3a X X X
naLMeHTH’ ﬂa%eferasr?ox) :
ALAT, [ASATEGGTP X X X X X
Eb'rnmp?'ﬁﬁri?LDH” S X X X X X
MpoTenHypnaS X b X X X
ASAOMHHaﬂHaéeXOFpadJMH X X X
X X X

3peHme( vio 3EnaLy
Deferoxamine)s’ﬁ‘%‘; ﬂw &

>
>
>

>
>
x

bq
>
>

»
>
>

nyﬁepTeTa) %5.%‘%

HCV, HBsAg, HiV.

>

EKT. ExoKT + mw(sgw‘é §

MPT Ha cbpue v il

,
EL
5l I I

MPT Havepen apod ™, . .

*

KpteHa saxap gl

Imioxo3oTonepaxTed Tect (> 10i)

KoctHa Bb3pacT: kutka (<12 1)

DEXA scan (> 18r.)

Terno X

Prcr X

E R S S AR

> [ x| |x %
> [x [ |x | > |x

KoHcynTw (Kapanonor, eH50KPUKHONOT,
racTpoeHTeposnor)

X

+ 3 M.* - MI3BHPUIBAT Ce HA BCekn 3 mecena; + 6 M." - nzBBLPIBAT ce Ha Beeku § meceya; + 12 m.* - usBbpUIBAT Ce
Ha BCeKku 12 mecela; + 24 M.* - U3BBLPIIBAT Ce Ha BCeku 24 Meceua.
Mo KNMHUYHKU NOKA2AHUS UHTEPBANKUTE MeXAY U3cneaBaHUATA MoraT Aa 6bAaT CKbeeHu.

3abenexka: V3criegeaHyaTa CNeABa Sd Ca e-RPEASTABAT HA-OPURMHERHIK-BAaHKU-(UAM-3aBEPEHN--ROARVEAHU-HERUAY-C
.anHOCT ,qo 1 Meceu npe,qv: KaHAMA&TCTB&HETO—WW%WM—W%WW—%G

= |
ot 13
ﬁw’ (l* W3NCKBAHNSA HA H30K 3A MPOBEXAAHE HA XENATUPALA TEPATINF NP NIALUVEHTIA C BETA TATIAGEMMS, HACTIEACTBEHA
XEMORUTHUYHA AHEMWA, KOHCTUTYLMCHARHA ANNACTUYHA AHEMWSA, HACNIEACTBEHA CUIEPOSRACTHA AHEMUA W

KOHMEHWUTANHA JW3EPUTPONOETUYHA AHEMWA B M3BLHBEOMHUUHATA NOMOLLY



II. OB NBUCKBAHNA

1 Q%Bbspacrosa-ra rpanuua Ce ‘MIUMCNABAE B HABLPLIEHV TOAMHW - T.6. BKMICYMTENHO KbM fATaTa Ha M3GaBaHe Ha
poroxona or cneuuanmampaua-ra KOMUCKS.
A Jre

kpaﬁ‘?ara*xapa!crepucmﬁlg Ha,
HSQ r(sHe aannama“.g
HBO-‘(ﬂHe‘aannama i

T ”é h»m&wm

o

Ap.ba xapmeH Hocuren OT Aﬂp‘ N° 38 ~-OnpegensHe Ha nnaH Ha neyeHne 1 nNpocnepAeaxe Ha Tepanesmql-mn
U aumewrw@nonyqaaau.m cx'bnocrpysau.m nexapcTBeH NPogyKkTw No pena Haun. 78, 7. 2 330 i

R
Qﬁ:ﬁmsop np

W@"&M'&; magmwwgl Ha% bl
npep,ocraasm M;Cb

erekpore ;_pofrgxon fAIIBIIC (e npOTOKOJ'l) Me)my HauuoHankata 3ApaBHOOCMIYPUTENHA Kaca W Ebnrapcxn
neuapcchmoaaa npmnaraue Ha HauwvoHankug paMkoB A0rOBOP 33 MeSWUMHCKHMTE AefHOCTA,

it g \*i

a5 o ,;g‘....:..
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Glinaiom: 01v 02:20205:¢ “Ha“ocHORaHE peterue Ne Pﬂ-HC-O4-8/20 01.2020e,
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2} 14
SZG M3VICKBAHMA HA HI0K 3A IPOBEXIAHE HA XENATUPALLA TEPATIR P NALUMEHTM C BETA TATACEMIS, HAGNEACTREHA
XEMOMUTUUHA AHEMUA, KOHCTUTYLIMOHARHA AMRACTAUHA AHEMWA, HACNENCTBEHA CWAEPOBNACTHA AHEMUA 11
KOHFEHUTANHA QU3EPUTPONOETUUHA AHEMIWA B N3BLHBOMHWYHATA NOMOLLY



4

NPUMNOXEHWUE 3

OEKNAPALMVA 3A MHOOPMWUPAHO CBIMACKE C USBUCKBAHWUATA 3A 3ANOYBAHE/
NMPOOABLIMKABAHE HA IEHEHUETO C SIEKAPCTBEHWA NPOAYKT

AN NN NN NN NN EEF SN SN AN TN TN NFIF A RN AN NSNS GO EARANT AN T II AN TN ST AT AR E N

A3 AOTYMOOMUCAHUATIATA .. cioiiiiiii e rtetetesta st e s ba e st s s b st s sv s n s aaes Semeareses eaesaes 1o raRnsmss sraseermeresassanarernnas

W Uenta Ha fAeveHWweTo ¢ FeKapCTReHwns
Y cnep Karc nonydux  usyepnartenHw

LL{e cnassaM npenophanaTa MW Cxema Ha neveHve 1 NepruoguyHOCT Ha KOHTPOIHWTe Nperneiu.
2, Pe‘qOBHO Lue ce ABABaM Ha KOHTPONHW npernegu v HAMa Aa NpoMeHAM caMOoBONHO UN Noa ApYro eHyledue

;:Hast-taqeaa'ra Mm:repanuﬂ
3 ﬂbmi ’I‘IPBYCTaHOBﬂBaHe Ha nequueTo ‘MO MpWYUHW, HenpousTMHawWM o7 petlednete Ha Kommueuata aa
fexcnepg}am B P30K n/unn Kommcmma fio un. 78, 7.2 ot 330, we yseaoms HezalaBHO NUYHKUA CH NeKap u-R30K

4, --I'ibn *HecnaspaHe Ha f0COMEHNTE YCMOBMA JIBYEHUETO MM C YHOMEHATUS! NeKapcTeer NpoAyKT we 6be

%»npexpaTeHo ¥ HAMA Aa uMam npeTeHumy kem H30K.

Fiot 15

@ U3NCKBAHWA HA H30K 3A NPOBEXAAHE HA XENATUPALLA TEPARA NPW MAUWEHTWY C BETA TANAGEMIA, HACNEQCTBEHA
XEMONUTUHHA AHEMUSA, KOHCTUTYLHUOHARHA ANNACTHMHA AHEMWA, HACNEACTBEHA CUBEPOBNACTHA AHEMUA W
KOHFEHUTANHA JU3EPUTPONOETUYHA AHEMWA B W3BBHEONHWYHATA MTOMOLL



