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M3NCKBAHUA HA H30K
3A NMPOBEXOAHE HA XENATUPALLA TEPANWA
NP BETA TANTACEMMUA,
HACIEOCTBEHA XEMOJIMTUYHA AHEMMUA,
KOHCTUTYUMOHAIHA ANNACTUYHA AHEMUA,
HACNEAOCTBEHA CWOEPOBNACTHA AHEMUA U
KOHFrEHUTAINHA OU3EPUTPOMNOETUYHA AHEMUA

B U3BBHEOJIHUYHATA NOMOLL



W3UCKBAHUA HA H30K NPU U3AABAHE HA NMPOTOKOMW 3A NPOBEXAAHE HA NEYEHUE C
XENATUPALLU ATEHTU NPU NAUMEHTU C BETA-TANACEMWUA, HACNEACTBEHA XEMONUTUYHA
AHEMUA, KOHCTUTYUUOHATHA ANNMACTUYHA AHEMWA, HACNEACTBEHA CUAEPOBNIACTHA
AHEMUA W KOHMEHWUTANHA AW3EPUTPONOETUYHA AHEMWUA

MpoTOKOABLT €O WINABA OF CACUMANM3INPAHA KOMUCUMA B nevebuu 3asegerns 3a BonHuuHa nomou,
ckmoyuny goroeop ¢ H30K. Creuuanuampanute KOMMCMM Ce Ch3gasar cuc 3anosesn sa awpektopa Ha f13:
CBANAOX3 — Cothun, HCBEANX3 — Codun, CEANIAE ~ Cotua, YMBAS .Ce. Mapuxa” ~ Bapna, YMBAN .Ce. Neopru® -
Mnoeaus, YMBAN ,Meopru Crpanckr” — Mneeew, YMBAI — Crapa 3aropa 9 BKNICHBET CNELMANKCTA N0 KNMHUMHA
XEMATONOIVS 1 CNEUMANNCTH NO AETCKA KIMHUYHA XEMETONOMMA UK N0 ASTCKA KNIMHUWIHE XEMATONOMS 1 OHKONOMMA,

I. PEQl 3A 3ABEPABAHE HA NPOTOKONUTE

MpoTOKONK 32 3aNOYBAHE Ha NeveHne

= [llomenHeHo « NOANMCAHe NPUMNOXEHWE 1 — NWCT 33 onpefensie Ha
KPUTEPUHTE C BCHYKM HEODXOAUMY KICIIEABEHURA,
*  EnwuxpuialeranHa eﬂlﬂw‘. BKMXOUBALLA A8HHW 0T aHamHesarta, craryca,

WM3CNEfBaHUSTA W NPEAXOXAEL0 NeYeHWe (0CSeH Ype3 enuxkpuia, dasrume
CNELUMATIUIUPAHA e om KnuWuywume npeznedu U uicnedeanusi mozam da ce npedcmagsm Ha
KOMUCHA OPUBUKANNY BNANKU UMY 238EPEHU U NODRUCEIU XOMUA)

= EXCneprHo CTaHOBMILE C ACHE MEAULMHCKE MOTHBAUMA (3aALNXKUTENHO o8
OTGeNA3Ba NUNCA HA MIKNICYBALUKN KDUTEPUK (MOGNUCAN0 O BCUNKU YNeHOeE
Ha CNBUUANUIUPARAMa KOMUCUR)
= " MpoToKon 3a NPeanuceaHe Ka nekapcrsa, sannawasu or H30KP30K —
obp. M3-H30K (nodnucan OmM GCUYKU WISHOSE Ha Cheyuanusupanama

KOMUCUs)
Komncua no un. 78, v. 2 or 3asepxa Ha nporoxona 8
330 s LY na H30K —» P30K

MpoToKoNM 33 NPpoRLNXABaHe Ha NeYeHne

= TlombnHeHo ¥ NOANUCAHC NpUNoXeMWMe 1 — NWCT 3a ofnpegensHe Ha
KpuTEpUMTE
*  Enmxpusa/etranta enukpnaa®, BRIOYBALLA JaHHKW OT aHaMHesaTa, craryca »

BCMMKW W3cneaeaHma no Tabnuyata 33 npocneanBaHe Ha npunoxeHdwe 2
CrNEUMATTUINPAHA L5 (oceen ypes emanwama enuxpusa, danHume om KNUNUYHUME npeanedu u
KOomUcKA uzcnedeaHus mozam 0a ce npeGcmaesm Ha OpuzUWanHU GRAHKU unu

JBEEPEHY U NOONUCAHY KOnus)
*  EKCNEPTHO CTAHOBMILE C ACHE MEJMUMHCKA MOTHBALMA (3aAbIXUTENHO C&
OTOENAIBa NUNCA HA MAKNIOYBALYK KPUTOPHK (MONIUCAH0 O BCUYKU NISHOSe
M@ CNeYUanu2uPanama KoMmucus)
= ‘“fporokon 3a NpeanuceaHe Ha nekapcrea, sannawawm or H3OK/P30K" —
obp. M3-H30K (nodnucax om ecuvky YIEHO8E Ha COeyUanuaupanama
KOMUCUR)

Kommucua no wn. 78, 1. 2 or [, 3asepxa Ha nporokona 8
330 8 LY na H30K P30K

* curmacio npreniere obpisim o1 BMCX

1i. OBLUM NONOXEHWA

1. 30N nopasa nogroTeeHuTe AokymenTH B P30K, Ma TepuTOpuMATa Ha KORTO @ Hanpasuno m3bop ma OMUL
AoKymMeHTHTE BKMIOYBAT:

1.1 3asnenenune 4o [upexTopa va P30K

1.2 MonsnHeHo ¥ nognucado npunoxenme 1. NMonsnea coe No CLOTBATHATA TOYKE K CO NPUNAra OTpaleHara 8 yudpos
MHAGKC MEAULIMHCKE AOKYMEHTAUWA, YACCTOBEDABALE BCEKM 84NN OT KpUTEpHITE

1.3 Menuuar vabop uacneasanus (PUINKANHN, HHCTRYMEHTANIHN 1 NaBopaTOpHK), 0TpaseH b NpUNoXeHue 2

1.4 "Mporokon 3a npeanuWceade Ha nexapcTea, dannawaumn ot H30KIP30K' - obp. M3-H30X, wagasew or
cneumanuavpara komucus. lMNpunara ce CPpWIMHAN Ha NPOTOKONE, @ NPH KawanaaTcTBade 3a npoAb/iXasane Ha
TepanWsTa ce NPeACcTasd OPHIMHAN HE NPEAXOAHNA NPOTOKC C OTPAIEHU BCUHKA HAIHBYEHNA NO HETO

1.5 flexnapayms 3a mudopMHpano cernacue no obpasey (npunoxexue 3)

2. P30K npuema gokymMeHTUTE No 7. 1 cneg cnpaBxa OTHOCHO 34paBHOOCHIYPUTENHMA cTaTyc Ha 3011

3. MupBrAT 1 BCEXW CNOABALL NPOTOKON CE M3AABaT 3a nepuon ao 180 avu

A] 2

X W3NCKBAHWA HA HIOK 3A NPOBEXIAHE HA XENATHPALLA TEPANKA NP NALMEHTA C BETA TANACEMMUA, HACNEACTBEHA
XEMONUTUHHA AHEMMA, KOHCTUTYLIMOMANHKA ANDACTHAYMA AHEMWA, HACDEACTBEMA CHOEPOENACTHA AHEMWA W
KOHMEHUTANHA AMIEPHTPONOETUHHA AHEMIAA B MIBLHEONHUYHATA NOMOILLL - & cana or 1 anpun 2015 rogwa



NPUNOXEHWE 1A

NUCT 3A ONPEAENAHE HA KPUTEPUMUTE NPU 3ANOYBAHE HA NEYEHUE C XENATUPALLW
ArEHTW NPU MNALUMEHTU C BETA-TANACEMUA

| we: fem| [T LT T T T TT]

3abenexxa: wmeduyusckama Ooxy w1, Vo CPROMLE GCEKU OM XDUMEpUUME 8 NOCONeHS C Uupps @ uwndenc U
32T BTMUMENNO NPUIPYRIEE HACT) npun

A. I. KPUTEPUKM 3A 3AMOYBAHE HA NEYEHWE C DEFEROXAMINE (3AQBINKWUTENHW CA BCHUYKK
KPUTEPWM)
Moxasanun 3a nevenne ¢ Deferoxamine:
= XPOHUYHO HATPYNBAKE KA MENAIC NPK TPaHCHYINoHHE Xemocuaeposa

MKBE D56.1

MNpwn naymenTn Ha mpac;r wan 2 ropvnmn cnen nepeute 10 -12 xemoTpancyann n HUBO Ha GCepyMeH
1 | hepurnr Hag 1000 ng/ml

TeXKM ANeprutiHm U ApYrv CTPAHMYNK peakuun kbm Deferasirox wiwnu Deferiprone k

2 | (camo 33 nauuenmu, Xoumo ca nposexdanu wunu Nposexdam xenamupawo nevenue ¢ Deferasirox unu
Deferiprone u umam pPesucmpupant peaxyuu)

He3anoBonuTenel WK NOW TepanesTHyeH aexT OF HACTOAWOTO XeNaTHPawlo nevenne N

{orpedenen wa 6aiama Ha CIMOGHOCMU NA CepyMen dhepumun, cupdeyen U veprodpober MRI u gparuus
3 | Ha usmnacxeane Wa nsea kamepd 3a nepuod om 6 do 12 Meceya (Npu “UNMeEH3UEHO neverue” u
‘cnacumensa mepanus” NepuodsM 3a NPocHBdsiBane MOXe 08 & No-Mamsx))

{camo 38 nayuesmu, Xoumo npoeexdam xefamupawo nevewue ¢ Deferasirox wnn Deferiprone u umam
HE3ad0B0NUMBNEH UL NOW MEPSNEBMUNEH KOHIMPO! LDXY KENEIHUR CepBXMOosap)

EnexTpocpopesa Ha Xemornobuk
(camo 33 NBUUEHMY, KOUMo A0 Ce2a NE C3 NPOSeXTANU XeNamUPAUOC Nevene)

5 | KNnMHMYCH CTATYC, M3CNEABANWA W NPErNean oT APYri CNeUMANUCTY %

6 | Nunca Ha uaknousawwy kputepun no 7. 6.1°

T oTpaseno B eTanHaTa enMKpuI

g HOOGXOAWMMTE MICNBABAHWA M NPEFNESN OT CNEUMANHMCT Ca OTPAleHW B TalnUUa 2 Ha npunoweHwe 2 - 33ALITKMTENHO Cf

NPEACTSEAT HA OPUPMHANNM GRaHKN (WM 23BEPEIK W NOANNCANY KOMKR) AW OTPAJEHW B ETANKA BNUKDA3A, NOANMCANE OT NEKAp Chi

CNEUNANHOCT KIWHAYHA XOMATONOMAS JETCKE XOMATONGIMN ¥ OHICNOTUA © ASBHOCT A0 1 MECEY NPESH KAHAWAATCTBANETO, MM Hanimae

WAl XOGNWYSNW3BLUMA CB NPANArS ENWApHaal BTaNHE eNWKPHIa C HOMED Ha U3 ¢ AaBMOcT 40 | MECEY NPEAN ¥aHAMASTCTRANETD, NOAANCRKS

O NEKBP CBC CHBLMANKOCT KNWHWWHA XEMBTONOMMAIETCKA KIMHWUKE XBMETONOMAA KNI AETCKA KIMHIUHE XEMSTONOMA K OHKOAGIHA
YAOCTOBEPABA CO € NOANMCMTE HA YNEHOBETE HA XOMUCHATA B NIPHITONEHHO 1 12 HACTONLIMTE MINCKBANUA

B. |. U3KNIOUYBALLM KPUTEPUMW (NPY 3AMNOYBAHE HA NIEYEHWETO)
1. Texku anepryum wWunn Apyri HexenaHw NeKapcTBeHn peaxuan
2. BpemeHrHocT v naKrauma
3. ®ebpunHi CLCTOANKA A0 MIRCHABAHE HA NPHYAKATA

OTrosaps Ha KPUTEPHWTE 38 3aN0YBAHE HA
NEeNeHMETOC e T

NOANMKCH HA HNEHOBETE M KOMMCMATA ...

=y 3
@ VINCKBAHWR HA HIOK 34 NPOBEMIAHE HA XENATHPALLA TEPAINUSA NPH MALMEHTI C BETA TANACEMUA, HACTENCTBEHA
XEMOMUTHUHA AHEMMA, KOHCTUTYLMOHANMA ANNACTWMYHA AHEMWA, HACNENCTBEHA CHOEPOGNACTHA AHEMUA “
KOHTEHWTANHA SUIEPUTPONDETHNHA AMEMHA B MIBHHBONHWUHATA NGMOLL ~ & cuas or 1 anpun 2018 rogua




[PUNOXEHWE 16

NACT 3A ONPEAENAHE HA KPUTEPUUTE NPU NPOABINKABAHE HA NNEMEHWETO C
XENATUPALUW ATEHTW NPU NALUMEHTU C BETA-TANNACEMUA

Jabenemxa: MEJULUHCKEMS COXYMEHMSWR, yOOCMOSEPRGAIUA GCOKY O RPUMEPUINNE € NOCOVEHa ¢ Judpa 4 undexc u
FATNANUMENHO NPUAPYNEEE HACMORULOMO NPUMTOKONUO
B. |. KPUTEPMM 3A NPOABLMKABAHE HA NEYEHMETO C DEFEROXAMINE (3AABIDKUTENHW CA

BCUYKU KPUTEPUMN)
Mokasanua 3a neYenue;
= XPOHUHHO HATPYNBAKE HA KENASO NP TPAHCY3IMOHKE Xemocuaeposa

MKEB D561

[o6bp WNAKM MHOrO A00LP TepanesTUdeH edexT 0T HACTOAWOTO XenaTupawo ne4enie ¢
Deferoxamine '

(onpedenen #a 6a3ama Ha CMONHOCITIY HA CEPYMEN EPUMUN, ChpdeveN u vepnodpober MRI u gppakuun
Ha uIMnackeaHe Ha nRea KaMepa za nepuod om 6 do 12 meceua {npu “UWMeH3UsHO newerue" u
‘cnacumenya mepanun” nepuodum 2a nPocnedaeane Moxe da e No-Manbx))

(38 nayuenmuy, nposexdawu neverue ¢ Deferoxamine)

2 | Knunuuen cTatyc, acnenBsanus 1 NPErNeaM o APYrW CneyuanicTi *

3 | Nunca ua wakmousawm xpurepum no 7. . 1

' orpa3eHo B eTanHaTa enMKpHIa
HEOBXOAMMMKTE WACNEABAHMA W NPErNeaM OT CNOUMANWCT C OTPAIEHK & TABNMUE 2 HA NPUNOXEHWe 2 - IBLBDKHTEIWD Co
NDEACTEBRT Ha OpwwHanHn SRaike (WM 338€peHit ¥ NOANKCEHW KONHA) KK OTPAICHK B CTANHA ENMKPHIA, NOANWCAHE OT NeKap Cue
CIBUMENHOCT KNMHINHA XEMSTONOMMSA JETCKE XBMITONOMA ¥ OMKOTIOMA C AJBHOCT 40 1 MECEY NPEAR XAHAKABTCTBAKETO. NPK MaNk-We
HB XCCNETANKIALWA C& NPUNETE ENMKPAIA / ETAMNHE SNIDNIA C HOMEP Ha K3 ¢ AABHCCT 40 1 MECAL, NPEAK KAKAWAGTCTERANSTO, NORNUCAHS
OT Nexap Cue CHBUNANHOCT KITMHAHHA XOMATONOMA AETCKA KNMHIMHE XBMSTONOTHA WNK SETCKE KTHHIHHA XBMITONOMMA W CHKONOMS
yAOCTOBEPRBA €& ¢ noan Ha Te Ha 8 NPUNOXEHMe 1 K3 HACTORUMTE HIWCKBAHWA W C8 NOMLNBa

Tabneya 1

Tabn. 1 Hoxenanu NexapcreeHn peakumwm

JIOKENHN KOXHA PEaKLMA

OTOTOKCHYHOCT

OUYHa TOKCHMHOCT

JabassHe B pacrexa

KocTuu yapexaanns

XHNOTOHWUR

Uncpbexums ¢ Yersinia enterocolifica
Anepraysn peasummn

I, 1. U3KNIOYBALLW KPUTEPUM (NPU NPOOBIDKABAHE HA IEYEHUETO)

1. Temrn aneprutHi 1Ny DYTH HEXENaHN NeKSPCTEEHN peakuyin

2. BpemeHHOCT (Mo NpeueHka MOXE 4a CE NPUNara 8 TPETH TPUMeCTLp)

3. ®ebpunsn CLOTORHWA A0 WIRCHABANE Ha NPHYMHATA

4. [oxymeHtupana wHiexumn ¢ Yersinia enferocolitica

5. BrnoysaHe #a SoNHUE B KNUHUYHO NPoyUBaHe”
*KommcuaTa, XONTO € HAIHAYMNE Ne W wabm 300, @ aAnbxka He3abasuo Aa yseaomn KOMUCHATE 33 BKCNEPTHIH
no wn, 78 1. 2 or 330 1 LY wa H3OK. Tesn & (=3 T8 ory PECHCTLP W e ryGAT NPaROTo CKM 33 NPOALNKABAHE

A NEMEHWETO CNEA NPHKNIOYBAHE Ha KIMNUYHOTO NPOYYBAHE.

OTroBaps Ha KPUTEPUMTE 33 NPOALNXABaHE B CeAMMYHE Q038
HE Ne“eHneTo ¢ PO PO o ek s . < A SR 28-Sty R oa sty

NOANKMCH Ma 4F Te Ha | SRS LG R SRR T L

( WINCKBAHNA HA H30K 3A NPORENMBANHE HA XENATWUPALLA TEPANWNA NPA NAUMENTK C BETA TANACEMWA. HACNEACTBEHA
XEMONMTHSHA AMEMUA, KOHCTUTYLUMOHANHA ANPACTUYHA AHEMMA, HACNEQCTEEHA CUQEPOENACTHA AHEMMA W
KOHTEHUTANHA AMIEPUTPOMOE TUMHA AHEMARA B M3BBHEONHAYHATA NOMOLL - o cans at 1 angen 2015 rogmwia



OPANOXEHUE 18

NUCT 3A ONPEAENAHE HA KPUTEPUMUTE NPU 3AMNOYBAHE U NPOABINKABAHE HA
NEYEHMETO C XENATUPALLM AFEHTU NPU NALUMEHTU C BETA-TANIACEMUA

Mue: lew] [ T T TP T T LT

3abenemka: di doxymenn 7\ D BCEKU OM KDUMEPUUME © MOCOYeHS C© UDPa 8 uxdexc U
280BANUMONNG MPUGRYNATA NACMORUOMO NPUNONEHUE,

A. Il. KPUTEPMM 3A 3AMNOYBAHE W TNPOAB/MKABAHE HA NEYMEHMETO C DEFERIPRONE
(SAABTKUTENHW CA BCUYKW KPUTEPWMW)
MNoxasanua 3a neuenne ¢ Defenprone:
*  XPOMMMHO XENAHO CBPBLXHATPYNEAHE NPN NAUMEHTH C TANACEMUA Mafop, xoraro Tepanuata ¢ Deferoxamine
@ NPOTUBONOKAIANA NN HENOAXORAWS.

MKB D56.1

1 | Bu3pact 2 6 roguHn

TexKu aneprusiHn ¥ APYrv CTPaHNYHK peakuun kem Deferoxamine winnm Deferasirox N

2 | (camo 3a nauUEHIMY, KOUMO C& NPOSeXdany wunu nposexdam xenamupawo nevexue ¢ Deferoxamine un
Deferasirox u uMam peeucmpupaHu peaxyuy)

He3aA0BONUTENEH MK NOW TEPANCHTHUEH EdEXT OT HACTOAWOTO APYIO XENATHPAWD NNeveHne ,
(onpedenen na Gazama Ha CMOGHOCTIY HA COPYMEH (EPUMUN, CBPAeNEH U wepHOdpoter MRI u paxyun
3 | na usmnacxeane na Nwea xaMeps 3a nepuod om 6 do 12 meceya)

(38 nayuenmu, nposexdauu nevedue ¢ Deferoxamine wnn Deferasirox u umam we3adoeonumenen un
MI0W MEPENeSIMUYEH KOWMPON BbPXY XENEIHURA CEPLXMOeap)

No6bp unu MHOro Ao6Lp TEpanesTHHEH odeKT OT HACTOROTO XenaTupaio nevenwe ¢ Deferiprone ‘
4 (onpedener Ha 6azama Ha CMOGHOCIIL HA CEPYMEH ghepumuy, chpdeven u veprodpober MRI u gpaxuus
H& UIMNScKeare Ha nrea Kamepa 3a nepuod om 6 do 12 meceua)

(3a nauuesimu, npogexdawy neverve ¢ Defenprone)

NaGopaTopHit KPUTEPHM
«  ABconioTes seyTpodunen Gpoi (AHE) 21.5 x 10%1
5 o TpomGouwTs 2100 x 10°
o Cepymua ypes n KpeaTHHUH B PEIEPENTHN CTORHOCTA
»  ALAT 1 ASAT < 4 nbTH OT rOpH3 pedepeHTHa CTORHOCT
@ynkumonanti 1 MRI kpuTepum ©
& (3a nayuenmu wad 10-200. expacm)

« Cobpaeven T2* >10 ms » ueproapober MRI < 7 mglg
«  Cupaeved T2* >10 ms v Ge3 pansmn 33 CupAeLHa ANCHYHKLMA

7 | Knunnu4es CTaTyc, MICNEQBaHWs M NPerneay oY Apyry cneumnanucin -
8 | funca na uakmousawm kputepwi no 7. Bl

! orpazeno 8 eTanHara enukphaa

. HEOBXOAMMMTE MICHRABANMA W NPEFNESH O CREUNANNCT Ca OTPAleHH B TAGM. 2 HA NPUNOKBHWE 2 < 2a3WNEATENHO C& NPEACTISAT

HE OpUTMHEnK® BAaNKK (MKW 33BEPEHN W NOAMNCIHI KOMMK) KNK OTPAIEKK B BTANNKG ENAKDUSE, NOANNCAKA OT NMIAPR CLC CABLMANHOCT

KNMHRYHE  XOMATONOcNA! ABTCHA XEMATONOMA W OHKONOIMA C REBHOCT A0 1| MEC. NPEAK KEMAWMASTCTBANETO, NPW HaNMume Ha

XOCIWTANWIALMA €8 NPRNArA BNREPWIR [ BTANKE SNMKPUIE C HOMOP Ha W3 & A8BHOCT A0 1 MEC. MPBAK KEMIKAJTCTEHETO, NOATMCANE OT
EKEp CHC CNELMBNKOCT KAWHIYHA XEMATONOAUA/ ZETCKA KIMNHUNE XEMITONOMA HIW AETCKA KIIMHIME XEMATONONA i OHKONOMA.
yAOCTOBOPRBA CE € Ha T® Ma TR B NPUNOKEHUE 1 Ha HACTOALINTE HINCKBAKMA W €8 nonknea Tabn, 1

MPUNOKEHWETO Ma CMpONHaTa nexapcisera cpopma Deferiprone ce yTOLPHKAABa cnea NPefocTaBaHe Ha
APryMesTHPaNO MEAMLMHCKO CTaHoBMe oT PaBoTHa rpyna no Tanacemun KM BMCX.

Tabnuua 1 Hexenanm nmggnm peakumn
Heyrponewns (AHB < 1.5 x 10°1)

[aaeHe, NOBPLILEHE, ANEPWS, KOPEMHa Bonku
ApTpanrma/apTponarus

MoBHWABANE HA HWBATA HA CEPYMHWUTE TPAHCAMUHEIK

; 5
@ WIMCKEAHUA HA HI0K 3A NPOBEIGAHE HA XENATWPALLA TEPANHA NPW NAUMEHTH C BETA TAACEMWA, HACNEACTEEHA
XEMOAWTHYHA AHEMUHA, KOHCTUTYUMCHANHA ANMACTUNHA AMEMIOA, HACNEACTBEHA CHAEPOBAACTHA AHEMWUA W
KOHTEHATANHA AMIEPHUTPONOETUUHA AHEMWA 8 NABLHEONHAYHATA NOMOL ~ o cuna or 1 anpan 2015 roginea



B. Il. U3KNIOYBALLM KPUTEPWM (NP 3ANOYBAHE U NPOOBITKABAHE HA NEYEHWETO)

TEeRKW anepruds=En HINAK A0y HEXKENSHN NOKSPCTEENN PEAKLNKH

XposideH XenaTtuT, peaynTaT ot xenatut C, C A3 33 TExKa YepHOAPOTHE AMCRYHKUMA,

Linpoaa Ha H4epHus Apod © ApYra eTHONOMa

BpemexHocT W nakrauma

Mpeaxowaala MeyTPONEHWs (C USKNIOYEHWE HA TSKAES, CELP3EHE C XWNEPCNNEHNILM, BUpYCHa
MHEKUMA NEKApPCTaE)

Nevesme c interferon

. Bxmousane #a GonHuA B KNKHWYHO NpoyyeaHe*

NO aawNs

Y KORTO © HAJTHANA NEYEHNETO W HaBniopasa 30/, e AMbxKa He3aBaBHO AR YReAOoMM KOMUCHRATA 38 exCNepTHIN

MWCHATA,
no wn. 78 1. 2 or 330 n LY na H30K. Tean Sonwm ce 3anN«CBar 8 OTAENEH PErMCTLP M 4o ryGRT NPAROTO CM 33 NPOANNMAGANE
MA NENENMETO CNEA NPUKNIONEBAHE HA KITHWKKHYHOTO NPOYYBANE,

OTroBapn Ha KpUTEPUMTE 3a 3anousane/
NPOABLIDKABAHE HA NEYEHNETO C B | | OORN

NOAMKUCH HA YNBHOBETE Ha KOMMCHMATA: .

UIUCKBAMHA HA HIOK 3A NPOBEXIAHE HA XENATUPALLA TEPANWA NPH NAUMEHTH © BETA TANIMCEMMA, MACNIERCTBEHA
XEMONUTHUHA AHEMAR. KOMCTUTYUAODHANHA AMNACTWUYHA AHEMMA, MACNEACTBEHA CAQEPOGNACTHA AHEMWA W
KOMIEHUTANMA [AMSEPUTPONDETUYHA AHEMAA 8 MABLHEONHAYHATA NOMOLS - @ cana ot | anpwn 2018 rogams



NPUNOXEHWE 1T

JNIUCT 3A ONPEAENAHE HA KPUTEPUUTE NPW 3ANOYBAHE U NPOABLIDKABAHE HA
NEYEHMETO C XENATUPALLW ATEHTW NPU NALMEHTHU C BETA-TAJTACEMWA, HACNIEACTBEHA
XEMONMUTUYHA AHEMUA, KOHCTUTYLUMOHAJTHA ANNACTUYHA AHEMWA, HACNEACTBEHA
CUAEPOBNACTHA AHEMWA U KOHIFEHUTAINTHA AW3EPUTPONOETUYHA AHEMUA

oe: e [T T TTTTTT]

3abenewxa: seduiunckama  SOXyMONMALLN, YOOCIMOSSIRSALIE GCENY OM KDINMSPUUME & NOCOYSHE © (uidps @ uwdenc o
3a0BLAKUMBNHO NPUARY P

A Jll. KPUTEPMM 3A 3AMNOYBAHE M TMNPOALINKABAHE HA TNEYEHMETO C DEFERASIROX
(SAOBMKUTENHK CA BCUYKN KPUTEPHMK)
Moxasanws 3a nenexne ¢ Deferasirox:
*  XPOHWMHO WENA3HO CBpbxHaTpyneane (HCH) npw naumeHTy Ha BuIpact 2 6 rognie
*  xpoHwsHo WCH, xorato neuenweto ¢ Deferoxamineg @ NPOTHEONOKAIAN WK © HEAOCTATEYEH EEKT ¥ KOMTO
NPOBEXAAT HEIANOBONUTENEH TPAHCDYIUOHEH pexkum (No-manko o1 7 mikg epaTpouMTeH KOHUEHTPaT
MECEHHO)

MKB D56.1, D58.9, D61.0, D84.0, DG4.4

Buapact = 6 rogMun unu geua noA G-roaMwHa BBLIPAcY, koraro neuexwero c Deferoxamine e
NPOTHBONOKAIAHO HNM C HEAOCTATLYEH adeKT
Texxu anepruyum 1 Apyry CTPaHWIHK peakumin kum Deferoxamine ninnu Deferiprone '
2 | (camo 38 nayuenmu c MKE D56.1, xoumo ca nposexdanu wunu npoeexdam xenamupauwio neveHue c
Deferoxarmine unu Defenprone u umam pesucmpupany peasyuy)
TeMxn aNeprutHin 1 APYTH CTPAMNYHK peaKuni Kum Deferoxamine
3 | (camo 2a nauwenmu, KOWMO €8 Aposexdany wunu npoeexdam xenamupawo nevenue ¢ Deferoxaming U
UMBIT PeUCPUDEHU PeaKytny)
4 | HuBo Ha copymen depuTun kaa 1000 ngimi ¥
(NpU CMapMUpPaxe #a xenamupalio Nevenue)
HeaanoBonuTenck WM Now TEPaNeBTHYEH ediekT OF HACTOAWOTO APYro XENaTUPALLO NeYesmke :
(onpedenen Ha Gazama Ka CIMOGHOCMU Ha CepyMed hepumun, cupdeven u 4eprodpeben MRI u ppakuus
§ | WO UIMNACKEaHE HAE NRES KAMEPA 34 nepuod om 6 do 12 meceys (npu “unmenauako nevenue” nepuodsm
3a npocnedasane Moxe da e no-Manux))
(camo 3a nayuewmu c MKE D56.1. npoeewdawu nevenue c Deferoxamine whwnn Deferiprone ¢
HE3aG0E0MUMENeN UNY NOW MEPaNeemuyeH KOHMPON GbPXY KENE3HUR CepbXmoeap)
[o6wp unu MHOro 4oGbLp TepanesTuieH edexT OT HACTORWOTO XeNaTHPAULD NeYeHre ¢ Deferasirox '
(onpedenen wa Gazama #e cmolHoCMU Ha CopyMeN depumuy, cupdeven u vepradpoben MR u pakuus
6 | Ha uamnacweane Ha nRea xamepa 38 mepuod om 6 Ao 12 meceua (NPU “UHMENIUSHO nevarue” Nepuodbm
35 Npocnedasans Moxe 08 € NO-ManLk)
(32 NauUeHmy, MPosexdawu neyerue ¢ Deferasirox)
Naboparopki kpuTEpHM |
«  Cepymes kpaatvsnH

7 - HOPMEN:M CTORHOCTY (38 MSYUEHMIL, 38NONEaL NeYeHUE)

HOPMaNHM WM 3asnieni 40 33% OT CTOUHOCTTa NpK 33MOYBANE HA NEYEHWETD, NORNUABALM

CE OT PEAyLMPEHE HA ROATA (33 NAWUEHMU, NPOGLIXAsALY NeYeNue)
e ALAT 4 ASAT < 5 nbTy OF HOPMaNHa ropHa pediepenTHa CTolmMocT

DyHxynonanumn # MRI xpurepun z

8 (3a nayuenmu rad 10-200. enapacm)

« Cupaeves T2* > 6 g0 14 ms u yepsoapober MRI < 7 mglg

e Cupaeyen T2* > 6 ms v 683 A3HHK 33 ChpREYHA ANCHYHKLMR

9 | KnuMuyeH CTaTyc, U3CNeABAHNA W NPOrNeAM OT APYTH CNEUNANNCTH 3

10 | Cranossuwe or PaBorsa rpyna no Tanacemus npu BMCX 3a peya nog 6-roguwma Bu3pact :
11 | Nunca Ha wakniousaiym kputepuu no 1. 6. 11l

: OTPAIEHO B ETANHATA BIMKPH3IR

HEOBXOAMMMTE WICHEABAHWA W NPEFNDAN OT CNCLUMANMCT €3 OTPAIEHW B TAGNNUA 2 K NPUNOKEHWE 2 - JAABINMTENHD o
NPegCTABAT K3 OPWIMMANMK GNanm (AW S3BEPEHM W NDATMCINN KONKA) KW OTDASEHW B ET3NHA BNMKDAIA, NOANMCAKA OT NEKBD Cb
CNALAINNHOCT KAVMIHIA XEMETCNONA A8TCKE XEMITONOMNR # OHKONOMA C AABHOCT 40 1 MEOUU NPEAR KARAKAETCTBAHETO, NPA Hawsre

Ha XOCMTAZIMIAUMA C& NDUNBMA eNkpiIa / atania P32 C HOMED K3 W3 C 3BHOCT A0 | MBCEl NPEAW KEBHANASTCTRAHETS, NOANMCANS
OT NEKAE CHC CNBUMBHOCT KAMHWHHE XENATONOOARS ASTCXE KNUHINHE XBMATONCIUR UK ASTCKS KIMHWEHE XBMETONOMR 1 DMIDNOMAUA,

yaccrogepnsa ce ¢ noan Ha Te Ha 6 nper 1 Ha HACTORMIMTO MIUCKBAHMA W Cé NoMbnaa
Tabnuua 1

7
W3UCKBAHMA HA H30K 2A NPOBEXIANE HA XENATHPAILA TEPANKA NPV MALMEHTH C BETA TANACEMAA, MACTEACTBEHA
XEMONMTHHHA AHEMWA, KOHCTUTYUMOHANHA AMAACTAYHA AHEMWA, HACNEACTBEHA CMAEPOGNACTHA AHEMAR W
KOMIEHWTANHA JMIEPHTPONOETHUHA AHEMIMA B USBHHEONHAYHATA NOMOW ~ & Gana o1 1 apmn 2015 roamia



Tabnuua 1 Hexenany NexkapcruoeHn peaxuymm
anene, NOBPHULAHE, AMApKA, Kopemsa Donku
Koxex obBpua
FNosnusasane CTORHOCTUTE HE CePYMEH KPEaTUHUH
FpoTenHypwa
HKABUHN KAMBHY UK ADYTH CUNMADHK HAPYLLEHNS
Mo2NWEBaHe HA HUBATE HA CEPYMHUTE TDAHCAMUHAIN

B. lll. U3KNIOYBALLU KPUTEPHM (NP 3ANOYBAHE ¥ NPOOBL/MKABAHE HA NEYEHWETO)
1.  Texxy aneprutHn Wunu ApyTH HEXENaHW NEKSPCTEEHN PRakLMK
2. BpemMeHHOCT W nakTauma
3. KpeatmHusos knupesc < 60 mi/min.
4. Brmounare wa BOAMKS B KNAHAYHO Npoysbane”

"KOMMCHATA, KORTO @ HaHAYMNE NeYerneTo ¥ Habmwoaasa 33/), @ AMLKHa Heaabanwo Aa yROAOMK KOMUCHATA 33 GKCNEPTHIN
no . 78 1. 2 or 330 8 LY Ha H30K. Teau Gonsm ce 3aNMCBaT B OTASNEH PEIMCTHLY W He ryGAT NPasoTo Cv 33 NPOALIKABaHE
H@ NeYaHHETO CNea NPUKNIDYBANE K KNTMHUYHOTO NPOYYBANS.

OTroBapn Ha KpUTEpPUKTE 23
33N04BaHEINPORLNKABANG HA NEYSHNETO © ... . .. .. . ... °Cce;Ausis;a;[osa

NnoANMCYK HA YNEHOBETE Ha KOMMCHMATA ...

8
X MIACKBAHUR HA HIOK 34 NPOBEXIAHE HA XEPATUPALLA TEPANWUA NPK NALMEHTY C GETA TARACEMUA, HACNEACTBEHA
XEMONATANHA AHEMMA KOHCTHTYUMOHANHA ANNACTINHA AHEMWA, HACNEACTBEMA CWIEPOBMACTHA AHEMAA M
KOHFEHWTANMA QUIEFUTPONOETHHMA AHEMWA B WIBLHBEONHKUYHATA NOMOLL - § c4na OT 1 anpun 2015 rogua



NPUNOXEHWE 100

JNIUCT 3A ONPEAENAHE HA KPUTEPUUTE NPU 3ANOYBAHE U NPOABLIMKABAHE HA
NEYEHUWETO C XENATUPALLN AFEHTU NMPU NALMEHTU C BETA-TAITACEMWA

We: lew] [ [T T 1T 1]

3abenexxa: seduyurcyama OorkyMenmayus, yIoCIMOSEpRSaWE B08KI O NPUMEPIIME & NOCOYeHMs C Jugpa & uxdexc u

AAGNANUMENHO NPUAPYHABA HACINOALOMO NPUNONEHUE.

A. IV. KPUTEPUMN 3A 3ANOCYBAHE U NPOOABIMKABAHE HA KOMBMHUPAHA TEPANKWA C DEFEROXAMINE

W DEFERIPRONE (3ALBLITKWUTENHW CA BCUYKW KPUTEPUM)

MKB D56.1

Buapacr 2 6 roaunmn

He3anoBONMTENEH MMM NOW TEPanesTHYeH eexT OT HACTORWOTO APYFO XeNaTHPAULO NeYeHHe |
(onpedenes va Ga3ama Ha CMOGNCCITIU Ha CEPYMEN (hepumin, Chpdeven u veprodpoter MRI v ¢paxuus
Ha uamnacKeaMe Ha naea kamepa 3a nepuod om 6 Ao 12 meceua (NMPY “UNMENIUBHO Neverue” nepucdsvm
3a npocnedaeane Moxe 0a @ No-Manik)

(3a nayvewmu, npoeexdawu mowomepanus ¢  Deferoxamine,  Deferiprone unu Deferasirox ¢
He3a0080MUMENEN UNU NOW MEPINESMUNEN KOHMPO BbPXY XenesHus cepuxmassap)

[oBup unu MHOro Ao6LP TepanesTHHeH ehekT OT HACTORWOTO KOMBMHHMPAHO XONATHPALLO NeYeHne
¢ Deferoxamine w Deferiprone !

(onpedenex xa Bazama Ha cmOGHOCITIU Ha Cepymen gepumuy, chpdeves U vepHodpoten MRI v gparkuus
H& UIMNacKeaHe Ha nsea xamepa 3a nepuod om 6 do 12 meceua (HpU “unmensueno nevenue” nepucdsm
38 NPOCNedaeane Moxe J0a e No-Manby)

(28 nauuoumg_ngoeexdw NOMOUHUPEHO TeveHue ¢ Deferoxamine w Deferiprone)
NaGoparopHn KpUTEpPMK:

»  AGcomoTen HeyTpodmnex G6paik (AHE) 21.5 x 10°

o TpomBouutn 2100 x 10°

»  CepymHa ypen n KpeaTuHuH B pethepesTHiln CTORHOCTY

»  ALAT » ASAT < 4 nuTu OT ropHa peddepeHTHa CTORNOCT

DyHkymuoHankm u MRI kputepun *
» Cupgeved T2° < 20 ms C 2aHHK 33 CHPAEUHA ANCDYHKLIMA
*» Copneven T2*' <10ms

TeKKM EHAOKPHHHY YCNOKHEMKS, HANArawy IAMECTUTENHO NeveHue (NPenopLYUTento) :

KNWHKUYEH CTATYC, M3CNeABaNUA W NPErNEAw O APYTH CNeUNanucT 2

flunca Ha uakmouBawm kputepui no 1. B. IV *

' orpaseHo e evanwaTa enukpHaa

* WOOBXOAWMUTE MICNEABAHMA M NPEIMEaM OT CNOUWANKWCT €3 OTPaleHu B TaGn. 2 Ha NPANOXENHE 2 - JAZWNAHTENNG CF
NPEACTASAT Ha OPHrMHANIA SRasKK (MK SZSEPEHM W NORANWCIHW XONMA} KNW OTPAIEHN B ETANHA ENUIPUIa, NOANWCEHE OT NEKEP Che
CNBUABNHOCT KAMHIHE XEMATONOMMA/ SETCKE XEMETONOTIA W OHKONOMA © AJANOCT A0 1 MEC. NPEAN KEHAWABTCTEAKETO, NPH HANWYKE
HE XOCNMTENWIAUMA CE NPUNATE ENKIPWIA [ ETANHE SNUKPIRIE C HOMBP Ha M3 © Ja0HOCT A0 1 MEC. NP2AW KBHAWASTCTBAHETO, NOANKCANE

OT NEXAP Chi CNRUMANHOCT KNnHtuHa XEMETONOMAS AETCHE KNMHWSNA XEMATONOMA WK AETCKE KNWHRYHE XEMETONOMA W OHKONOriA

YAOCTOBOPABA C& ¢ NOANMCHTE HE WNEHOBETE H3 XOMWCHATA O NPUNOXEHWE 1 Ha HACTORWMTE WMIWCKBANWA W Ce NOMWNBa

rabnuua 1

Tabnwua 1 Hexenanw mug:raenu peaxumMm

Heyrponesus (AHB < 1.5 x 10°4)

anene, NOBpLLUIAHe, AWapHsA, KOpemHa Bonku

ApTpanmms/apTponatma

MoeullasaKe Ha HUBATA HA CEPYMHWTE TPAHCAMUHEIN

JIOKaNHN KOKMU DEAKLIMW

O10T0KCHYHOCT

OYHa TOKCHYHOCT

3abassHe B pacrexa

Kocthu yspewganms

w W3UCKBAHMA MA MIOK 3A NPOBEXIAHE HA XENATHPALA TEPANUA NPH NALMEHTH C BETA TANACEMMA, HACNEJNCTBEHA
XEMODMMTUYHA AHEMMA. KOHCTUTYLMOHANKA ANNACTHYHA AHEMMA HACNEACTBEHA CHAEPOBMACTHA AMEMAA W

KOHMEHUTANHA QUAEPUTPONOETHYHA AHEMNS B M3BHHBONHAYHATA NOMOLL ~ 8 cuna of 1 snpun 2015 rogusa




XHNOTOHUS

Wnchexums © Yersinia enterocolitica

ANEPraHA PEEKLIMK

B.1V. uaxmowaAum KPUTEPWUMW (NPKU 3ANOYBAHE U NPOABLMKABAHE HA NEYEHUETO)

Texkn aneprussm ninnn Apyru HEXENaHu NeKSPCTESHW peakLmn

XpOMndeH XenaTuT, pesynTar ot xenatuT C, C aasHu 33 Texka yepHoapobna avchynkuma
Linposa Ha Yyepuns Apol ¢ J4pyra eTwonorma

BpemesHocT W nakrauywua

MNpeaxowaawa HeyTPONeHUR (C M3KMIOHEHWE Ha TaKapsa, CBBLPIAHA C XUNEPCNNEeHMH3BM, BUpYCHa
vHeKLWA ¥ nekapeTea)

Neveswe ¢ fnterferon

GeBPUNHU CHLCTORHUS [0 MIRCHABAHE HE NPUYWHATA

HoxymesTupana whihbexumns ¢ Yersinia enferocollica

Brnoupare sa Gonums B KNvHWMYs0 npoyysane”

R e

*KOMMCHMATA, KORTO @ HA3HAYMNa NeYenneTo 1 wabmoaana 3001, e AmukHa He3abasHo aa y Ko 3a PTHIN
no wn. 78 1. 2 or 330 & LY Ha H30K. Tean Sonum Ce Janwcnar & OTASNEH PETHCTLD U He ryDAT NPasoTo CH 3a NPOALIMTKABIHE
HA NEYEHWATO CNEZ NPUETTIONTANG HA KNHHMYHOTO NPOY BaHE.

OrroBaps Ha kpuTepUUTE 33 0 CeaMUIHa no3a

JanovyBaHe/NPOALIKABAHE Ha NeYeHneTo ¢ PP TR PP SISO V) R T O 7 e Lo Tyl o 00, 2.5 SR £ A DTN

X 10
@ VIACKEAHUA HA HI0K 34 NPOBEMGAHE HA XEMATUPALA TEFANUA NPY NALNERTW C GETA TANACEMAR HACNEOCTBEHA
XEMOITAYHA AHEMMA KOMCTHTYUMOHANIMA ANMACTHYHA AHEMWA. HACNEACTBEMA CHOEPOBNACTHA AHENMMA W
KOHIEHATANMA AVIEPHTPONOETVUHA AHEMAA B NABLHEO/IMUYHATA NOMOLY - & cana or 1 anpun 2015 ogwmea



OPUNOXEHVE IE

JINCT 3A ONPEAENAHE HA KPUTEPUUTE NPU SANOYBAHE U NPOABINKABAHE HA
NEYEHUMETO C XENATUPALLIM AFEHTU NPU NAUMEHTU C BETA-TANTACEMWA

L ue: lew| [T T T T TP TT]

3abonexsa: Meduguncxama OOKyMEHMAaUUR, YOOCNOBEPARILA GOOKL OM Apumepuine @ 0COYeHa C© Ludhpa & undexc U
20 NAMUMENHO NPUIPYXSER HACMORUOMO MPLITONEHUE.

A, V. KPUTEPUWN 3A 3ANOYBAHE WU NPOABIMKABAHE HA KOMBEMHUPAHA TEPAMNWA C DEFEROXAMINE
WU DEFERASIROX NPU MNALUMEHTWU HA WHTEH3WMBHO W “CMNACUTENHO" NEMEHUE (3AOLMKMTENHU CA
BCUYKM KPUTEPHW)

MKB D561

ANTEPHATHMOHO NOBEAEHME NPM NAUMEHTH HA MHTOM3IMBHO MNKM “CNAacHTenHo™ nevexwe, koravo
1 npuno::to«um Ha Deferoxamine + Deferiprone © npoTYMBONOKAIAHO WNW MUME HE3ANOBONMTENEH
edexr
NabopaTopHu KPUTEPMK:
2 *  Hopmarniu wnu 3asuens Ao 33% oT CTORHOCTTE NPy 3an04BAaME HA NEYEHHETD
* ALAT v ASAT < 5 nb7u OT ropsa pediepenTna CTORHOCT
DyMKUMOHANHK U MRI kpuTepun
3 o Cupaeyen T2* < 20 ms © [aHHNA 38 CbPAEHHE ANCDYMKLING
o Cuvpaeves T2*<10ms
TemKKN OHAOKPHHHH YCNOKHEHUNA, HENATALM 3AMECTUTENHO NEYEHHE (NPENOPLUNTENHO) z

KnunuveH CTaTyc, HicneasaHms U Npernean oT Apyri CNeunanucTu *

Cranosuwe o1 PaGoTHa rpyna no Tanacemus npin BMCX *
Nunca Ha wakmousawm kpurepuu no 1, B, IV

Grplzono B OTanKaTa enuKpHsa

2 LeOBXOAMMHT® HICNCABANMA W NPEMEAW OT CHPUMANMCT Ca OTPEIEHM B Taln, 2 Ha NPWIOKONWE 2 - IBARAKMTENKO 8
NPEACTASAT HE OPHFHHBNNA GAANIA (UMW SEBEPEHN W NOAMMCAMN KOTWR) WM OTHAIEHA B STANKA BNWKPIII, NOANMCANA OT Nexap Cbe
CNELUNENHOCT KNAHWSMNA XOMATONOMA AETCKE XEMETONOTHA W OMKONOTUA C JEBHOCT AC 1 mec, npoaw 10, Np¥

HE XOCTUTANUIAMA C& NPUNEZE ENMKDWIA | BTANHA ENVKPNIA & HOMED Ha W3 C A88HOCT A0 T MeC. npean FaHAWASTCTBIHETO, NOANMCANA
QT NEXAP ChE CHEUMANKOCT KIHHIHHR XBMATONOMMA! ABTCHE KNMHHLNA XOMATONOTA HAW ASTCES KIMHKHHE XBMATONOMMR W OHKONOA

yAOCTOBEPRBA CO © NOANMCHTE HA MNEHOBETE HA XOMMCHATE 8 NPUNOKEHWS 1 Ha MACTOAIWMNTE HINCKBANMA W CE NONLNB3
Tabnuua 1
Tabnuua 1 Hexenann NekapcTBenu peaxyuu
[anene, NOBPBLLUBHE, QUADKS, KoPEMHA Bonxn
MNoevLIaBaHE CTONHOCTUTE HA CEPYMEH KPEATHHNH
NOBALEBAHE HE HUBATA KA CEPYMHWUTE TPAHCAMMHAIW
NpoTenHypus
Komen obpue
JIoKanHN KOXHM PESKLIN
OTOTOKCHYHOCT
CHHE TOKCHYHOCT
ZabasnHe 8 pacTaxa
KOCTHUW yapesaaHua
Wucbekuus ¢ Yersinig enterocolitica
ANepruyng peakuu
B. V. usxmoumum KPUTEPWM (NPY SAMNOYBAHE U NPOABIIKABAHE HA NEYEHUETO)
TEmKM ANSPIMHIN UUNK JPYTV HEXENANW NEKaPCTBEHN PEAKLMN
2. BpemMesHocT U NaKTaums
3.  KpearwHuHos knupbsc < 60 mi/min
4
5.

olala|l®

GebpUnHK CHCTORHUA [0 MIACHABAHE HE NpW-NHATA
Nokymentipana anesuns ¢ Yersinia enterocolitica
6. Brmousawe Ha BONHWA B KNIMHIHHO NpoyYpane”
*KoMMEHATS, KORTO @ HAZHAYMNA NeYerneTo » Habmoanasa 30N, o gnuena Basno 23 yBea K 38 eNCNepPTHIN
no wn. 78 1. 2 or 330 8 LY ka H30K. Tean GOMKK C8 JaNUCBAT 0 OTAENEH PEMMCTLP W HE rYGRT NPANOTO C# 38 NPOALIIKABAING
HA NEYOHWETO CNES NPUKITIONBAHE HA KNMHWYHOTO NPOYYBane.

OTroBapa Ha xpuTepunTe 3a
3ANOYBAHEINPOALINKABANEG HA NEYEHWETO C e e R WORPNREBEROMR o

NOANKCH HA3 YNEHOBETE HAa KOMMCHATAL i

: n
w VINCKBAHMEA HA HIOK 34 NPOBEXIAME HA XENATHPALIA TEPANWA NPH NAUMENTU C BETA TATIACEMNS HACNEACTBEMA
XEMONATHUHA AMEMUA, XOHCTUTYUMOHANHA AIIACTHYHA AHEMMS, HACNEACTBEMA CHMOEPOBMACTHA AHEMMA W
KOHMEHMTANHA SUAEFVTPONOETHYHA AHEMMA B MIBBHEQIMWYHATA NOMOLY - & cana o § anpun 2015 rogwss



NPUNOKEHME 2
. NEYEBHO-AWAIHOCTUYEH ANFOPUTBM

1. NEKAPCTBEHM NPOAYKTH, exnoyenn
CHLOTBETCTENG ¢ AeWCTBAWUTEe nopuar:nsmmymmm 1 P TG S HREOK e

INN MKB HO3A

DEFEROXAMINE D56.1 e 20-40 mg/kg T.m. NpK AeuA (A0 Cupane Ha
pacrexa)

* 35~ B0 mg/kg 7T.M. NpH BLIPACTHU

DEFER
IPRONE D56.1 s 75100 mg/kg. .M.

DEFERASIROX DS6.1, D58.9, D61.0, D64.0, D64.4

«  10-40 mgkg. 1M,

2. NPOCNEAABAHE:

Noxkaaatenwu Waxonnm cromnocTi
nNpu Janoupane Ha + . - - .
TEAGRTO WaR 3m® | +6mT | +12m0 | 424 .
Kpbena xaptuna + AHB X maute
::::mu X : : : 2
THHWH (CamMo 38 naumenTi Ha Deferasi B

ALAT, ASAT, GGTP s x X X X X

BunpyBun, LDH 2 X - 2 X

INporenmypun X X X x x

AbgomuHanka exorpacdun X X x X

Ayanomerpus (> 10 r. camo 2a naumeHT Ha X : :

Deferoxamine) i5 ¥

3pexne (> 10 r caMo 3a NAUMEHTH Ha X

Deferoxamine) * *

Ca P, PTH(>12r) X x

FT4, TSH (> 121) X X :

MNybept. p-e (> 12 r., A0 3abpwsane Ha X x x

nybeprera)

HCV, HBsAg, HIV X X X

EKI, ExoKl + @W (> 10r.) X x X

MPT Ha cupue X x
| MPT na uepen apob X X

KpuaHa Jaxap x X X x

[nioxo3oTonepanTed Tect (> 10 1) X X X

KocTHa suapacT: kvea (< 12T.) x X X

DEXA scan (> 181) X X X
Terno (Aeua, No/pacTeauy) X X X x
[ Prer (aeua, noapacteauy) X b " :

KoHcynT (K8paMonaor, EHA0RPHHONOT, X x X x
| racrpoeneponor

: 00».’-mabpwmctuaomn6m;012u.‘-mmccmmm12

+ 3 ta” - MIBLPWDAT C& HA BCOXW 3 MeECEeUA;
MECOUA; + 24 M.° - MIBLPWBAT CE HA BCOKH 24 meceua.
Mo KNMHUYMN NOKBIAHWUA HHTEPEANNTE MEKAY HECNANBANMATE MOTAT AR GL43T CKBLCENH.

MN3cneasanunTa W NPerncaAMTe OT CReUMANNCT C8 NDEACTABAT Ha OpMMMHaNHU Gnankie (MNu JaBEPEHr U NOANNCAHK
KONWA) MMM OTPAIGHW B ETANMA ENMKPM3E, NOAMMCAHA OT NEKAp CBC CheuMansocT KNWHWMHE XeMaTONOrMAl JeTcka
XEMATONOIMA WM [ETCKE KNUHWYHE XEMaTONOTUA W OHKCNOMMA C AasHOCT A0 1 Mecay NPeaN XaHaANRaTCTBaHETO; Npy
HAMWUME Ha XOCHMTANM3ALMA CE NPUNara eTanHa enukpuia C Homep Wa U3 c paskocT go 1 mecey npean
KaHAKIATCTBAKETO, NOANNCEHA OT NEKAP ChC CNBUMANHOCT KNWHWIHA XEMETONOIUAIETCKA KNMHIYHE XEMATONOMMA WiTn

[OTCKA KIMHAMHA XEMATONOTMA U OHKONOMA.

*NINIOHEHUA WABEH YDATKATS XAPAKTEPUCTUNA/DAIPOLIINE 38 ynoTpeba na NexapCTBAN NPORYXT C3 AONYCKET EAMKCTRENG B cnyuan «a
NAUNCa HA EPexT OT NPANAFSHOTO XBNATHRALLO NeYeHke, NOAKDENEHO Cue CHOTBETHUTE HICNBABAMMA W CHLACTRYBALY DHCK OT pariat
MYNTRODIANHN YCI CNBA NPEACCTARANE MA APIYMEHTUPAND CTAHOBALE Na Paforya rpyna nNo Tanacamms Kum BMCX

WINCKBAHNA HA HIOK 34 NPOBSEXAAHE HA XENATAPALLA TEPATIMA NPW NAUMEHTI C BETA TANACEMAMA. HACNEACTBEHA
YEMOMMTHUHA AHEMWR, KOHCTHTYLIMOHANMA ATNACTHYHA AHEMMA, HACMEACTBEHA CHAEPOBNACTHA AHEMMA ¥
KOHIEHKTAIMA JHIEPUTPONDETANHA AHEMHA B WABLHEONHAMHATA NOMOU - B cena of 1 anpen 2015 roawa
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Il. OBLWM N3NCKBAHWA

1. Bb3pacToBaTta rpaHnLa Ce MIHMCNABE B HABLPLWEHW FOOWHA - T.©. BXIMOYMTENHO KbM AATATa Ha W3gasaxe Ha
NPOTOKONA OT CNEUMANHINPAHATA KOMUCHS.

2. Npy HA3HAYEBAHE HA TEPANKUA NO NPOTOKON 33ALMXKUTENRD C& ChODPAIABAT BHIPACTODATE OTPAHHNEHMA, CLINACHO
KparraTa XapakTepucTvKa Ha ChOTBETHWUA NEKAPCTBEH NPOAYKT, YTBLPAeHa No peaa Ha 3NMXM.

3. H30K me 2annawa Nevesne nasbH yKAIaHara BIpactossa PaHuLa B KparTkaTa XapaKTepucTuka Ha npoaykTa.

4. H30K e 3annawa neyasre C J03W Ha MaKCHMANHO PaspellednTe NO KPATKAa XapakTepucTvka Ha NpogykTa.

5. B cnywail Ha HacTsNUNA NOAO3NPAHE HEXENAHA NeKapCTREHA peaxuws, nekapaTt yeegomasa WA no peaa Ha un. 183
ot 3MIMXM, Konwe o1 ChoBlWENneTo Ce NPUNara ¥bM MEAWUMHCKATa AokymeHTauwa Ha 30/ npw xanamparcreane 3a
neseHne.

6. KOMUCHATA, nagana nporokona Ha 301, CuXpaHAna BTOpK EKICMNNAP HA NPOTOKONA M BCUUKK HeoBXoaumm
AOKYMEHTH 33 M3QaBaHETO MY.

Hacmoawume u3uckeanus ca paspabomenu Ha ocHosanue «n, 56 om Hayuokanen pamkos do2060p 3a MeGUYUHCKUME
dediHocmu 2a 2014 s0duna (06w., A8, 6p. 3 om 10.01.2014 2.) u enuzam e cuna om 1 anpun 2015 a., cuapacko un. 10
#a Hapedba Ne 10 om 24 mapm 2009 2. 3a ycnosusma u peda 3a JanNawane na nexapcmeny npodyxmu no yn. 262, an
6, m. 1 om 3aKoHa 3a NexapcmeeHume nPodyKmu 8 xymanHama meduyuxa, Ha meduyuHesky uadenus «  duermuanu
XpaHu 38 cneuuaniu meduuunexu yenu (obw., A8, 6p. 31 om 2007 2.).
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@ MIUCKBAMKUA HA H30K 3A NPOBEXIAHE HA XENATHPALLA TEPANMA NPU MALMERTH C BETA TANACEMMA, MACNEACTBEHA
XEMONMMTUUHA AHEMUA, KOHCTUTYUNOHANHA ANNACTUMHA AHEMAS, HACNERCTBEHA CMAEPOGIACTHA AHEMMA M
KOHIEHUTANHA QMIEPUTPONOE TUYHA AHEMUA & MIBBLHEONHAYHATA NOMOL] - 8 cana ot 1 arpun 2095 raguua



NPUNOXEHWE 3

AEKNAPALINA 3A UHOOPMWUPAHO CBITIACUE C UBNCKBAHUATA 3A 3ANOYBAHE/ NPOABLMKABAHE HA
NEYEHUETO C NEKAPCTBEHWA NPOAYKT

A Ty O A I S T il s Ll Al i amaan s mabanas s am 4 0w 4 4414 (H AN a8 441 DR b0ubBARBLSEEIAN RN FPTIRS SeuTFIn TS

CNeA KaTo Ce 3ano3xax C UANETa MN NPeocTasesa WHMOPMAaUMS W UeNnTa Ha NENeHNeTD C NeKapCTBeHus
TUPOAYKT 1 vresesens s semamesemeam ettt s b st ittty s M CIIEA KATO NOAYYUX  AINEPNATENHA
OTTOBOPY HA NOCTABEHATE OT MEM BBLNPOCK, AeKNapnpam ye.
1. Uje cnassam NPENOPLYSHATE M CXOMA HA NEYEHNE W NEPUOSUNHOCT Ha KOHTPONHWTE NPEerne/an
2. PenoBsso LUe 8 RBABAM M3 KOHTPOMHK NPErNEal W HAME A3 NPOMEHAM CAMOBONHO UMW NOA ADYIO BHYLLEHWS
HAIHAYCHATA MU TEPANKS.
3. Mpu NPEyCTAHOSABAHE HA NEYEHWETO NO MPUUMHY, HENPOWSTUMAUW OT PeweHWeTo Ha KomwcuaAta 3a
ekcnepTaan 8 P30OK alvny KommcusTa no wn. 78, 7.2 ar 330, we yseaoma wesabasHo nikaHuA o nexkap w P30K
# e supra a P30OK nocnegrns NpoTexon, no KORTO CbM NCNYJSBaN/a NeKapcTaesis NPoAyKT.
4. lNpn HECNB3BEHE HA MOCOYEHWTE YCTNOBMA NENEHNETO MW C YNOMEHATWA NeKapcTeeH NpoAykT we Buae
NPEXPaTEHO W HAME A3 UMEM NpeTeHLMy Kb HIOK,

Ji 7 5 - PR D ey Sea,

D O DT DI i i L kiliiiin i mavamo VB oo g4 Yo e
(#me, npesnme u hamunma)
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% WANCKBAHWA HA HIOK 34 NPOBEXMIANE HA XENATUPALLA TEPASIKA NPK MALMERTU C BETA TANACEMHA, HACNENCTBEHA
XEMONUTHUHA AHEMUA, KOHCTUTYUMOHANHA ANMACTWYHA AHEMAR. HACNEANCTBEHA CHAEPOBIACTHA AHEMUA W
KOHIEMWUTANHA QUIEPUTPONOE TAHHA ANEMIAA B WIBHHEONHWHATA NOMOLL ~ & cuns or T anpun 2015 ragwia



