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3A NPOBEXOAHE HA XENATUPALLA TEPANUA
NMPU BETA TAJIACEMMA,
HACNEACTBEHA XEMOJIUTUYHA AHEMUA,
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HACNEAOCTBEHA CUOEPOBJIACTHA AHEMUA U
KOHIEHUTANTHA AU3EPUTPONOETUYHA AHEMUSA

B USBBHBEOJIHUYHATA NOMOLL



M3UCKBAHUA HA H3OK NPU U3OABAHE HA NPOTOKONU 3A NPOBEXAAHE HA NEYEHME C
XENATUPALLU ATEHTU NPU NALUUEHTU C BETA-TAJNTACEMUA, HACNEACTBEHA XEMOJIUTUYHA
AHEMUA, KOHCTUTYUUOHAITHA AMNTACTUYHA AHEMUA, HACNIEACTBEHA CUAEPOBNACTHA
AHEMUA N KOHF'EHUTANHA AU3EPUTPONOETUYHA AHEMUA

MNpoTokon®bT ce U3faBsa OT cneuuanuMpaHa KOMMCUS B nevye6GHu 3aBegeHun 3a 6o0NHUYHA nomoll,
ckmouunu gorosop ¢ H3O0K. CneunanusampanuTe KOMMCUM Ce Cb3faBaT CbC 3anoBea Ha AUpeKTopa Ha
cnegHuTe nevebHu 3aseaenns: YMBAN ,Llapuua Woanna” UCYN - Codusi, HCBAJIX3 - Cocouss, CBANIAB -
Cocousa, YMBAN ,Cs. MapuHa” — Bapha, YMBAJ ,C.. leopru” — Mnoegue, YMBAJ ,[-p Meopru CtpaHcku” —
MNnesen, YMBAN “Mpod. aA-p Ct. KupkoBuy” — Crapa 3aropa, U BKMOYBAT Cneuvwanuctu C KOAOBE Ha
cneuvanHocTu: 24 - KNMUHWYHa xemaTonorua u 51 - getcka KNMMHUYHA XEMaTONOMUA U OHKOMOTUS.

I. PEQ 3A 3ABEPABAHE HA NPOTOKOJIUTE

npOTOKOJ'IM 3a 3anoyBaHeé Ha snevYeHMe M 3a npoAabJ/KaBaHe Ha JieYyeHuMeTo NpU CMAHa Ha
TepaneBTUYHaATa cCxemMa

= MeauumHcka AOKYMEHTauus, NoTBbpXaasalla kputepuute no npunoxeHue 1
1 BCUYKN HeobxoauMm uscneasaHus, C'b06pa3H0 npunoxexHue 2

anu3upaHa KOMMUCHUSA C iICHA MeaWLMHCKa MOTUBauus 3a

MATTU3UPAHA - = PeweHue Ha cneuu

‘I.(:(l).ll\EIIII-/lICMFIM »| 3anousBaHe Ha TepanusTa, 3aAbKUTENHO ce OTOenssBa nunca Ha U3KNIYBaLLM
KpUTEPUM

* “MpoTokon 3a npeanuceaHe Ha nexkapcrea, 3annaiwaiu ot H3OK/P30OK” — o6p.

/ M3-H30K

Komucus no un. 78, 1. 2 3aBepka Ha npotokona |
ot 330 B LIY Ha H30K B P30K B

Mpotokonu 3a npoabMmKaBaHe Ha nevyeHueTo Ge3 npoMsiHa Ha TepaneBTUYHaTa cxema

CNEUUANU3UPAHA »| "‘MpoTokon 3a npeanuceaxe Ha nekapcTea, »| 3aBepka Ha
KoMUcusi sannawanm ot H3OK/P3OK® - ob6p. M3- nportokona
H30K :

Il. OBLLUX NONOXEHUA

1. E-npoTokon ce M3paBa OT uYneHOBe Ha CneuWanu3upaHn KOMUCHMM B neveGHU 3aBeAeHus), oka3Balyu GONHMYHA MeAULMHCKA
nowmouy (N3BMN) Ha ocHoBaHue ,Pelenne Ha cneuvanuanpara komucus® no Alp Ne 38 ,OnpeaensiHe Ha NnaH Ha neyeHue U npocneassaHe
Ha TepanesTU4HUA OTrOBOp NpY NaUWeHTH, nonyyasawM CKbNOCTPYBalyU NEKapCTBEHW NPOAYKTW MO peaa Ha un. 78, T. 2 330“ 8
cwoTeeTCTBME C HacToswwmTe U3ncksaHus Ha H3OK, kaTo NbpBUAT U BCeku cneasall NPOTOKON Ce W3AaBaT 3a nepuoa Ao 365 pHu.

2. 3npaBHOOCHIYPEHOTO fNMLie YAOCTOBEPSBa C NOANMCA CU B ,Pellenne Ha cneuuanusnpaHa komucus“ no Allp Ne 38: cneaHoTo:
~Kenas pa mu 6bae 0406peHO neyeHne C NexkapcTBeHNA NPOAYKT, KaTo AeknapupaM, Ye CbM yBEAOMEH 3a AeNCTBMETO Ha HasHayeHaTa
nekapcTBeHa Tepanus u AaBam WHGOPMUPAHO Cbrnacue chlyata Aa Mu Gbae npunaraHa; ,Cbrnacen/a CbM 3a M3NON3BAHE Ha NUYHUTE MU
AaHHU 3a uenuTe Ha ekcnepTtusata“; ,JKenas Aa 6bAa yseqomeH/a 3a pesynTara ot ekcnepTusata ot P3OK no eauH oT cneaHuTe HaunHu:
no e-mail, Tenecbon unu Ha msacto B P3OK"; ,Paspeluasam 4ocTsn 40 €NEeKTPOHHOTO MW 34paBHO focHe”.

3. MNpeau craptupaHe Ha npoueca no usaasaHe Ha E-npotokon Ha 30J1, cneunanuanpaHata KOMUCHS cnepj nonyvyeHo paspelleHue 3a
AocTen or 30J1 40 eneKTPOHHOTO My 34PaBHO AOCHE, NPaBX CNpaBka MO eNEKTPOHEH MbT 33 N3AaAeHN NPEAXOAHN NPOTOKONM, NO ChLUUA
npocun Ha 3abonssane. MpoueckT No usnasaHe Ha E-npoTokon ce peanuaupa B MEAULMHCKM copryep. B HacTosimmuTe u3nckBaHua ca
nocoyeHu Heo6xoAMMUTE NOKYMEHTHM 3a u3naBaHe Ha E-npotokon Ha 30/1.

4. KbMm Bcekn E-npoTokon, ¢ KOWTO € HasHaueHa nekapcTeeHa Tepanus, ce npunarat Heo6XoaMMUTe AOKYMeHTH (ambynaTopHuTe nucTose,
€NUKPU3M, UCNEABAHNA W AP.), CNeA KOETO AOKYMEHTUTE Ce M3NpaLLaT no enekTPOHEeH MbT KbM WHOPMALMOHHATa cuctema Ha H3OK.
AokymeHTuTe, kouTo Chljectsysat B H3UC/MHOpMaLMOHHaTa cucTema Ha H3OK, ce peknapupar B E-npoTokona ¢ TexHuTe yHUKanHu
Homepa (HPH).

MHdopmaumaTa, oTHocMMa KbM M3paBaHe Ha E-npoTtokona, KosTo e B AOKYMEHT, KOWTO HsiMa enekTpoHeH (pOpMAT, ce nonbneBa B
PelueHneTo Ha cneunannsupaHa KOMUCHS - OCHOBaHWe 3a U3aaBaHe Ha E-npoTokona, unm AOKYMEHTa ce npunara kaTo CKaHUpaHo Konve.

5. MNpu n3pasave Ha E-npotokon no pepa Ha ekcnepTusaTa no un.78, T.2 ot 330, otnapa Heo6xoAUMOCTTa Aa Ce NPeAOCTABAT U
CbXxpaHasat npunoxeHue Ne 1 n npunoxenune Ne 3 ot HacToswmTe ,UanckeaHusTa Ha H3OK", npu cnepHuUTe yCnoBus:

- 3a npunoxeHue N2 1 - npu HanNUYMETO Ha TEKCT B CLOTBETHUA YEKGOKC B ,PelueHue Ha cneunanusmpaHa komucus“ no Alp Ne 38:
-JINNCBAT N3KNioYBaLLN KPUTEPUM 3a 3aNOYBaHE/NPOABIKABAHE HA NEYEHNe C nns

- 32 npunoxexue Ne 3 - npu HanMuneTo Ha TekcT B ,PelueHune Ha cneuunanusnpara komucus“ no Allp Ne 38: ,XKenas aa mu 6bae oaobpero
neyeHue C nekapcTBEHNs NPOAYKT, KaTo Aeknapupam, Ye CbM yBEAOMEH 33 AeiCTBUETO Ha Ha3HaueHaTa NekapcTBeHa Tepanusa n gaBam
MHOPMMUPaHO cbrnacue cbljata 4a Mu 6bae npunaraHa“.

E )
,! o 2
Q’(‘ W3NUCKBAHUSA HA H30K 3A NPOBEXXIOAHE HA XENATUPALLA TEPAMUSA NPU NALMEHTU C BETA TANACEMUA, HACNEACTBEHA
XEMOJIMTUYHA AHEMUA, KOHCTUTYLIMOHANHA ANNACTUYHA AHEMUS, HACNEACTBEHA CUOEPOBNACTHA AHEMUA U
KOHIEHUTANIHA AU3EPUTPONOETUYHA AHEMUA B U3BbHBEONHUYHATA nomoty




NPUNOXEHUE 1A

NUCT 3A ONPEAENAHE HA KPUTEPUUTE MNPU 3AMNMOYBAHE HA NEYEHUE C XENATUPALLIN
ATEHTWU NPU NALUMEHTU C BETA-TANACEMUA

A. I. KPUTEPUN 3A 3AMNOYBAHE HA JIEMEHUE C DEFEROXAMINE (3AOBIDKUTENHU CA
BCUYKU KPUTEPUN)
Moka3aHunA 3a neveHune ¢ Deferoxamine:
® XPOHWYHO HaTpynBaHe Ha Xens3o Npu TpaHcy3nOHHa xeMocuaeposa

MKB D56.1

1 Mpu nauMeHTH Ha BBL3paCT Haa 2 roauHu cnea nbpeute 10 -12 xeMoTpaHchy3um n HUBO Ha CepyMeH
cbeputux Hag 1000 ng/ml ! : :

Texku anepruyHu n Apyru cTpaHnMy4Hu peakuumn kbMm Deferasirox winnu Deferiprone ?
2 | (camo 3a nayueHmu; Koumo ca npoeexoanu u/unu nposexoam xenamupauio neyeHue c¢ Deferasirox unu
Deferiprone u umam peaucmpupaHu peakyuu)

He3aposonurenex unu now tepaneBTUYEH eheKT OT HaCTOALOTO XxenaTupawo neyexue *

(onpedeneH Ha bazama Ha cmoldHOCMU Ha cepyMeH ¢hepumuH, cbpdedeH u YepHodpobeH MRI u ¢pakyus
3 | Ha usmnackeaHe Ha nsiea Kkamepa 3a nepuod om 6 0o 12 meceya (Mpu “UHMEH3UeHO neyeHue” u
‘cnacumen+xa mepanus” nepuodbm 3a npocnedsieaHe Moxe Oa e Nno-mManbk))

(camo 3a nayueHmu, Koumo npoeexdam xenamupawo nedyeHue ¢ Deferasirox wnn Deferiprone. u umam
He3adogoniumeneH unu low mepanesmuyeH KOHMPOJI 8bPXY Xee3HUs CepbXmosap)

4 Enektpocopesa Ha xeMorno6uH 2 e
(camo 3a nauueHmu, koumo o ceza He ca NPoeexoanu xenamupaulo neyeHue)

5 | KnuHuueH cratyc, uscnensaHus v nperneau ot Apyru éneuuahucm 2

6 | Jlunca Ha usknouBawm KpUTEpUn No Touka b.1*

! peleHue Ha cneumanuanupana kommcus no Alp Ne 38  ekcnepTHO CTaHOBMLLE OT NOCTOSIHEH eKCnepTeH CbBET NO HEBPOMNOrus

2 meAvUMHCKA AOKYMEHTAaUWs, NOTBLPXAABalya KPUTEPUUTE NO NpuUNoxeHue 1 M BCUUKM HeobxoauMM wn3cneaBaHusA, CbobGpa3HO
npunoxexHue 2 :

B. |. USKIMIOYBALLM KPUTEPUU (NMPU 3ANOYBAHE HA NEYEHUETO)

1. Texkn anepruyHu n/unu apyrv HexenaHn NeKapcTBeHN peakuumu
2. bBpemeHHoCT ¥ nakTauus

3. ®ebpunHu CbCTOAHUA 4O U3AICHABaHE Ha NpUYMHaTa

V3NCKBAHUA HA H30K 3A MPOBEX/AHE HA XENATUPALLA TEPANWUSA NMPU MALMEHTW C BETA TANACEMUA, HACNEACTBEHA
XEMONUTUYHA AHEMUSA, KOHCTUTYLIMOHANHA AMNTACTUYHA AHEMUS, HACNEICTBEHA CUAEPOBNACTHA AHEMUS U
KOHIEHUTANHA AU3EPUTPONOETUYHA AHEMUS B U3BbHBEONIHUYHATA NOMOLL|



NPUNOXEHWE 16

JINCT 3A ONPEAENAHE HA KPUTEPUUTE NPU NPOABINKABAHE HA NNEYEHUETO C
XENATUPALLUA ATEHTU NPU NALUUEHTU C BETA-TANTACEMUA

B. I. KPUTEPUN 3A NPOABINKABAHE HA NEYEHUETO C DEFEROXAMINE (3AQBIDKUTENHU CA

BCUYKU KPUTEPUWN)

MokasaHusa 3a neveHue:
® XPOHWYHO HaTpynBaHe Ha Xens3o Npu TpaHCcy3MOoHHa XeMocuaeposa

MKB D56.1

Ao6bp unu mHOro NOGBLp TepaneBTUYEH edeKT OT HACTOAWOTO XenaTUpawo rfevyeHue ¢
Deferoxamine

(onpedeneH Ha 6azama Ha cmMoUHOCMU Ha cepyMeH ¢hepumuH, cbpdeyeH u YyepHodpobeH MRI u ¢pakyus
Ha uamnackeaHe Ha nisiea Kamepa 3a fnepuod om 6 0o 12 meceya (Npu “UHMEH3UBHO neyeHue” u
“cnacumenna mepanus” nepuodbm 3a npocnedssaHe Moxe 0a e no-Mambk))

(3a_nayueHmu, nposexdawju neyeHue c Deferoxamine) 2L

2 KnuanyeHn cTaTyc, uscneaBaHus U nperneau oT Apyru cneuuanucTu

3 | Nlunca Ha n3knouBawm kputepum no touka I". |

Tabn. 1 HexxenaHu nekapcTeeHu peakumum
JlokanHu KoXHu peakuum

OTOTOKCUYHOCT

OyHa TOKCUYHOCT

3abassiHe B pacTexa

KocTHu yBpexaaHus

XuUnoToHus

WHdpekumn c Yersinia enterocolitica

AnepruyHu peakuum

. 1. U3KNIOYBALLU KPUTEPUU (MPU NPOABINKABAHE HA NEYEHUETO)
1. Texkn aneprudHu n/vnu Apyru HeXenaHu NekapcTBeH peakuun
2. bpeMeHHOCT (No NpeLieHka MOXe Aa ce npunara B TPETU TpUMeCTHbP)
3. ®ebpunHu CLCTOSHUA [0 U3SCHABaHE Ha NpUYMHaTa
4. [lokymeHTupaHa uHdekuus ¢ Yersinia enterocolitica

=
iy 4
E‘\}(l‘ WU3UCKBAHUA HA H3OK 3A NPOBEXXAAHE HA XENATUPALLA TEPAMUA NPU NAUMEHTU C BETA TANTACEMUA, HACNEACTBEHA
XEMONUTUYHA AHEMWUSA, KOHCTUTYLIMOHANHA ANNACTUYHA AHEMUSA, HACNEACTBEHA CUAEPOBNACTHA AHEMUA U
KOHFEHUTANHA AU3EPUTPOMNOETUYHA AHEMUSA B U3BBHBONMHUYHATA nomouy



NPUNOXEHUE 1B

JNINCT 3A ONPEAENAHE HA KPUTEPUUTE NPU 3ANMOYBAHE U NPOABINKABAHE HA
NEYEHUETO C XEJNIATUPALLU ATEHTU NPU NALUMEHTU C BETA-TANTACEMUA

A. II. KPUTEPUM 3A 3ANOYBAHE U NPOOABLINKABAHE HA JNIEYEHUETO C DEFERIPRONE
(SAABIMKUTEINIHU CA BCUYKU KPUTEPUN)
Mokasanus 3a neyeHue c Deferiprone:
* XPOHWYHO XENsA3HO CBPbXHATPyNnBaHe Npu NaUMeHTH C TanaceMus Manop, koraTto Tepanusta ¢ Deferoxamine e
NPOTMBONOKa3aHa Unu Henoaxoasiua.

MKB D56.1

1 | Bb3pact 2 6 roguHun

TexKkn anepruyiHn n Apyru CTpaHUYHN peakuumn kbm Deferoxamine nlwnu Deferasirox 1
2 | (caMo 3a nayueHmu, KOUMO ca npoeexdanu w/unu nposexdam xenamupawo neyeHue ¢ Deferoxamine unu
Deferasirox u umam peaucmpupaHu peakyuu)

He3apoBonuteneH unu nouw TepaneBTU4eH eheKT OT HACTOALOTO APYro XenaTupailo neyexue '
(onpedenex Ha 6azama Ha cmolHOCMU Ha cepyMeH ¢hepumuH, cbpdeyeH u YepHodpobeH MRI u ¢ppakyus
3 | Ha usmnackeaHe Ha iisiea kamepa 3a nepuod om 6 do 12 Meceua)

(3a nayueHmu, nposexdawu neyeHue ¢ Deferoxamine wnn Deferasirox u umam He3adosonumeneH unu
now mepanesmu4yeH KOHMPOI 8bPXY Xele3HUs Cepbxmoeap)

Ao6bp unu MHoro Ao6LP TepaneBTUYEH eIeKT OT HACTOSOTO XenaTupaio nevexue ¢ Deferiprone !
4 (onpedeneH Ha 6azama Ha cmMoUHOCMU Ha cepyMeH ghepumuH, cbpdeyeH u YepHodpobeH MRI u ¢pakyus
Ha uamnackeaHe Ha nsiea kamepa 3a nepuod om 6 do 12 meceua)

(3a nayuenmu, nposexdawu neveHue c¢ Deferiprone) '

Na6opaTopHu kputepum 2:

AbconioteH HeyTpocduneH 6pon (AHB) 21.5 x 109/
TpomGouunTu 2100 x 109/

e CepymHa ypes u kpeaTuHUH B ped)epeHTHN CTOWHOCTU
e ALAT u ASAT < 4 nbTu 0T ropHa ped)epeHTHa CTOWHOCT

a0
°

®yHkumoHanHu n MRI kputepum 2

6 (3a nayueHmu Had 10-200. eb3pacm)

e CobpaeyeH T2* >10 ms u YepHoapobeH MRI < 7 mg/g

e CobpaeyeH T2* >10 ms u 6e3 gaHHu 3a cbpaeyHa AUCEyHKUMS

~

KnuHnvyeH cratyc, uscneasaHus u nperneau oT Apyru cneyuanucTu 2

Junca Ha uskniouBalwm kputepun no Touka b.1l 3

! peweHue Ha cneuuanusmupaHa komucus no Alp Ne 38 u ekcnepTHO CTAHOBULLE OT NOCTOSHEH eKCNepTeH CLBET NO HEBPONOrUA
2 MeAMUMHCKA AOKYMEHTaUWs, NOTBLPXAAaBalja KpUTEpUUTE nO npunoxenne 1 N BCUYKM HEOOBXOAUMM W3cneaBaHus, CbOOpasHO
npunoxexHue 2

Tabnuua 1 HexenaHu nekapcreeHun peakumm

HeyTponenus (AHB < 1.5 x 109/1)

lapeHe, nospblaHe, anapus, KopeMHa 6onku

ApTpanrus/apTponaTus

MoeuwaBaHe Ha HMBaTa Ha CepyMHUTEe TpaHCaMuUHa3u

B. Il. U3KNIOYBALLU KPUTEPUU (NPU 3ANOYBAHE U NPOABIMNKABAHE HA NEYEHUETO)

- Texku anepruHn Wunu apyru HexenaHu nNekapcTBeHN peakumm

XpOHU4eH xenaTuT, pe3ynTar ot xenatuT C ¢ AaHHW 3a Texka YepHoapobHa AnucyHKUMA.

Liuposa Ha yepHus apo6 c Apyra eTuonorus

BpeMeHHOCT 1 nakTaums

Mpeaxoxaalla HeyTPONeHUs (C U3KNIOYEHNe Ha TakaBa, CBbp3aHa C XUNEePCNNEeHN3bM, BUPYCHa UHG KLU
nekapcraa)

JleyeHue c Interferon

AR wN

o

N3NCKBAHWUSA HA H30K 3A NPOBEXKOAHE HA XENATUPALLA TEPANWUA NPU NALUUEHTU C BETA TANACEMUA, HACNEACTBEHA
XEMONIUTUYHA AHEMUA, KOHCTUTYLIMOHANHA ANNACTUYHA AHEMUS, HACNEACTBEHA CUAEPOBNIACTHA AHEMUA U
KOHTEHUTANHA OU3EPUTPOMOETUYHA AHEMUSA B U3BBLHEONHUYHATA nomMmouy



NPUNOXEHWE 1I

JINCT 3A ONPEAENAHE HA KPUTEPUUTE NPU 3ANOYBAHE U NPOABINKABAHE HA
NEYEHUETO C XENATUPALLUU ATEHTU NPU NALUUEHTU C BETA-TANTACEMUA, HACJNIEACTBEHA
XEMONMUTUYHA AHEMUA, KOHCTUTYLUUMOHANHA ANNACTUYHA AHEMUA, HACNNEACTBEHA
CUAOEPOBJIACTHA AHEMUA U KOHTEHUTAJTHA OAU3EPUTPOMNOETUYHA AHEMUA

A. lll. KPUTEPUN 3A 3ANOUBAHE U NPOOABINKABAHE HA NEYEHUETO C DEFERASIROX
(SAOBIDKUTENHU CA BCUYKU KPUTEPUN)
MokasaHus 3a nedyenue ¢ Deferasirox:
®  XPOHWYHO Xens3Ho cBpbxHaTpynsaHe (PKCH) npu nauneHT Ha Bb3pacT 2 2 roauHu
*=  xpoHuyHo XXCH, korato neyenneto c Deferoxamine e npoTMBONOKa3aHO UNK C HeAOCTaTbUYEH eHEKT U
KOUTO npoBexaaT He3aAoBONUTENeH TpaHCKY3MOHEH pexum (no-manko or 7 mi/kg epuTpouuTeH
KOHLIEHTPaT MEeCe4Ho)

MKB D56.1, D58.9, D61.0, D64.0, D64.4

Bu3pacr 2 6 roauHn unu geua nop 6-roavilHa Bb3pacT, korato neveHueto ¢ Deferoxamine e
NPOTUBONOKa3aHO MK ¢ HepgocTaTbueH edekT !

Texxu anepruiHu n Apyru ctpaHuyHu peakuum kbM Deferoxamine winnu Deferiprone 1
2 | (camo 3a nayuenmu c-MKB D56.1, koumo ca npoeex0anu u/unu npoeexoam xenamupalwjo NIe4YeHUe C
Deferoxamine unu Deferiprone u umam pezucmpupaHu peakyuu)

Texxu anepruyHu u Apyrv CTpaHU4YHKU peakuum kM Deferoxamine '
3 | (camo 3a nayueHmu, koumo ca npoeexodanu u/unu npoeexdam xenamupauwio neyeHue ¢ Deferoxamine u
umMam peaucmpupaHu peakyuu)

4 | Hweo Ha cepymen ceputun Han 1000 ng/mi !
(npu cmapmupaHe Ha xenamupauwo ieyeHue)

HesaposonuteneH unu now TepanesTuyeH eqeKT OT HACTOALOTO APYro XenaTupaiwo neyeHue '
(onpedeneH Ha 6azama Ha cmolHOCMU Ha cepyMeH chepumuH, cbpdeyeH u yepHodpobeH MRI u ¢pakuus
5 | M@ usmnackeaHe Ha nisea Kamepa 3a nepuod om 6 0o 12 meceua (Mpu “‘uHMeH3ueHo neyeHue” nepuodbm
3a npocnedseaHe Moxe 0a e ro-mMasbkK)) :

(camo 3a nayueWmu c MKBE D56.1, npoeexdawu neveHue c Deferoxamine wiwnu Deferiprone c
He3adoeonumeneH unu 10w mepanesmuyeH KOHMPOJI 6bPXY XeNe3HUs CepbXMosap)

Ao6Lp unu MHoro no6Lp TepaneBTUYEH eheKT OT HACTOALWOTO XenaTupaulo neyexwue ¢ Deferasirox
(onpedeneH Ha 6azama Ha cmolHOCMU Ha cepyMeH chepumuH, cbpdeyeH U YepHodpobeH MRI u ¢pakuus
6 | Ha usmnackeaHe Ha nsiea Kamepa 3a nepuod om 6 0o 12 meceua (Mpu “UHMEH3UBHO fieyeHue” nepuodbm
3a npocnedsieaHe Moxe 0a e Mo-ManbK)

(3a nayuermu, nposexdawu neyeHue c Deferasirox)

Na6oparophu kputepum 1
o CepymeH KpeaTUHWH
7 -  HOpManHu CTOMHOCTY (3a nayueHmu, 3anoYyeawju neyeHue)
= HOpmanHu unu 3asuiueHu Ao 33% OT CTOWHOCTTa NPU 3ano4YBaHe Ha NEYEHUEeTO, NOBNMABALLM
Ce OT peAyuupaHe Ha fosarta (3a nayueHmu, npodb/kasauju fleyeHue)
e ALAT u ASAT < 5 nbT1 OT HOpManHa ropHa pedpepeHTHa CTOWHOCT -

®yHkumoHanHiu u MRI kputepum 2
(3a nayueHmu Had 10-200. 8b3pacm)
e CbpaeyeH T2* > 6 no 14 ms n uepHoapober MRI < 7 mg/g
e CwbppaeyeH T2* > 6 ms 1 6e3 AaHHW 33 CbpaeyHa ANCDYHKLNA
9 | KnuHuueH cratyc, uscneaBaHus u nperneau oT Apyru cneunanucTy 2
10 | Nlunca Ha uskniouBalWK KpUTEpUK No Touka b. Il 3

! peweHue Ha cneuuanuampana koMucus no Ap Ne 38 1 eKCnepTHO CTaHOBWLLE OT NOCTOSHEH €KCNepTeH CbBET NO HEBPONOrnsA

2 MeAMUMHCKA AOKYMEHTauusi, NOTBLPXAaBaLya kputepuute NO npunoxeHue 1 u BCUUKM HeoOXoAUMM W3CneaBaHus, CboBpasHo
npunoxexue 2

Tabnuua 1 HexxenaHu nekapcTBeHu peakLum

lapeHe, noBpbLiaHe, anapus, kopeMHa 6onku

KoxeH 06pus

NoBuwasaHe CTONHOCTUTE Ha CEpyMEH KpeaTUHWUH

MpoTtenHypus

XKnbyHM KaMbHY UNN Apyrv BUNUAPHK HapyLUEeHUs

MoBuwaBaHe Ha HUBaTa Ha CepyMHUTEe TpaHCaMuHasun

B. lil. USKNIOYBALLU KPUTEPUU (NPU 3ANOYBAHE Y NPOABIMKABAHE HA NNEMEHUETO)
1. Texkn aneprudHn n/unu Apyru HeXenaHu NEKapCTBEHU peakLum
2. bpemeHHOCT u nakTauus
3. KpeaTnuHuHOB KnupbHC < 60 mi/min.

N3NCKBAHWUA HA H30OK 3A NPOBEXXKOAHE HA XENATUPALLA TEPANWUSA NPU NALMEHTM C BETA TANACEMUA, HACNEACTBEHA
XEMONUTUYHA AHEMWUS, KOHCTUTYLIMOHANHA AMNACTUYHA AHEMUS, HACIEACTBEHA CUAEPOBNIACTHA AHEMUSA N
KOHIEHUTANHA AU3EPUTPOMNOETUYHA AHEMUSA B U3BLHBEONHUYHATA nomouy



NPUNOXEHUE 1

JNINCT 3A ONPEAENAHE HA KPUTEPUUTE NPU 3ANOYBAHE U NPOABINKABAHE HA
NEYEHUETO C XENATUPALLU ATEHTU NPU NALUMEHTU C BETA-TAJIACEMUA

A. IV. KPUTEPUN 3A 3ANOYBAHE U NMPOABINKABAHE HA KOMBUHWPAHA TEPAMNUA C
DEFEROXAMINE W DEFERIPRONE (SAOBIDXUTENHU CA BCUYKU KPUTEPUWN)

MKB D56.1

1 Bwb3pact 2 6 rogun

He3apoBonureneH unu now TepaneBTU4YEH e(eKT OT HACTOALOTO APYro XenaTupauo neyexue '
(onpedeneH Ha 6azama Ha cmoUHOCMU Ha cepyMeH ¢hepumuH, cbpdeyeH u YepHodpobeH MRI u ¢pakuus
Ha u3miackeaHe Ha n1siea Kamepa 3a nepuod om 6 0o 12 meceuya)

(npu “‘uHmeH3ueHo neyeHue” nepuodbm 3a npocnedsieaHe Moxe 0a € MNo-ManbK)

(3a nmayueHmu, nposexoawu MoHomepanus c¢  Deferoxamine, Deferiprone unu Deferasirox c
He3ad0eonumeneH unu oW meparneemuyeH KOHMPOJ 6bPXy. XKeNe3HuUs cepbxmosap)

[o6bp unu MHOro Ao6LP TepaneBTUYEH eheKT OT HACTOALOTO KOMBMHUPAHO Xenarupauwlo nevYeHue
c Deferoxamine v Deferiprone

(onpedeneH Ha 6azama Ha cmolHOCMU Ha cepyMeH ¢hepumuH, cbpoeyeH u YyepHoOpobeH MRI u ¢pakyus
Ha u3mrnackeaHe Ha n1siéa Kamepa 3a nepuod om 6 0o 12 meceya)

(Mpu “uHmeH3usHo sleyeHue” nepuodbm 3a npocnedsigaHe Moxe da e No-Masbk)

(3a nayuenmu, nposexdawsu kKoMbuHupaHo neyeHue c Deferoxamine v Deferiprone)

Na6opaTopHu kputepuum: 2
e A6contoTeH HeyTpoduneH 6pon (AHB) 21.5 x 109/
4 e  TpombGouutu 2100 x 1091 ;
e CepyMHa ypes 1 KpeaTWHUH B pedpepeHTHN CTOMHOCTH
o ALAT u ASAT < 4 nbTu 0T ropHa pedepeHTHa CTONHOCT

®yHkumoHanHu u MRI kputepum 2
5 o Copaeyen T2* < 20 ms c AaHHU 3a CbpAeYHa ANCEHYHKUUS
e CobpaeueH T2* <10 ms '

6 | Texkn eHAOKPUHHM YCNOXHEHUA, Hanaralwm 3aMecTUTENIHO NeyeHue (NpenopBLYMTENHO) 2

7 | KnuHnyex craryc, uscneaBaHus v Nperneam oT Apyru cneuuanucTy 2

8 | Nunca Ha usknouBawm kputepum no 1. 6. IV 3

! peweHue Ha cneunanuaupaHa komucus no Alp Ne 38 u eKCnepTHO CTAHOBULLE OT NOCTOSHEH eKcnepTeH CbBET NO HEBPONOruA
2 MeaMuMHCKa AOKYMEHTALUR, NOTBLPXKAABALa KPUTEPUUTE NO NpUNIoXeHWe 1 W BCUUKK HEOBXOAUMM nscneasaHus, cbobpasHo
npunoxexue 2

Tabnuua 1 HexxenaHu nekapcTBeHn peakuum

HeytponeHus (AHB < 1.5 x 10%/1)

lapeHe, noBpbLiaHe, auapus, KopemHa 6onku

ApTtpanrus/apTponatus

MoBsuilaBaHe Ha HUBATa HAa CEPYMHUTE TPaHCAMUHA3N

JlokanHu KoXxHu peakuuu

OToToKCHUYHOCT

OuHa ToKCU4HOCT

3abaBsiHe B pacTexa

KocTHu yBpexaaHus

XunoToHus

WHdpekums c Yersinia enterocolitica

AneprumyHu peakuum

B. IV. U3KIIOYBALLU KPUTEPUMN (NMPU 3ANOYBAHE U NPOABLIMKABAHE HA NEYEHMUETO)

- Texkn anepruiHu n/unun Apyrv HexenaHn NeKapcTBEHN peakLmmn

XPOHU4EH XenaTuT, pesynTar oT xenaTut C ¢ AaHHM 3a Texka YepHoapobHa ANCHYHKUMS

Liuposa Ha 4epHus apob c apyra etmonorus

BpeMeHHOCT 1 nakTauus

Mpeaxoxaawa HeyTponeHus (C M3KNIOYEHWE HA TakaBa, CBbp3aHa C XMMNEPCNNEHU3bM, BUPYCHa
MHEeKLuUs U nekapcTea)

NeyeHue c Interferon

®ebpuUnHn CLCTOAHUA [0 U3ACHABaHE Ha NpUYUHaTa

[LokymeHTnpaHa uHdekums ¢ Yersinia enterocolitica

e

®No

U3UCKBAHUA HA H30OK 3A MPOBEXXAAHE HA XENATUPALLA TEPAMWUSA NPU NALMEHTW C BETA TANIACEMUA, HACNEOCTBEHA
XEMONUTUYHA AHEMUSA, KOHCTUTYLIMOHANHA AMNACTUYHA AHEMUS, HACNEACTBEHA CUOEPOBIACTHA AHEMUS U
KOHFEHUTANHA IM3EPUTPONOETUYHA AHEMUS B U3BBHEONTHUYHATA MOMOLL|



NPUNOXEHWUE 1E

NNCT 3A ONPEAENAHE HA KPUTEPUUTE NPU 3ANOYBAHE U NPOABINKABAHE HA
NEYEHUETO C XENATUPALLU ATEHTU NPU NALUMEHTU C BETA-TANIACEMUA

A. V. KPUTEPUN 3A 3AMNOYBAHE U NMPOABLINKABAHE HA KOMBMHWPAHA TEPAMUA C
DEFERIPRONE W DEFERASIROX NPU MNAUMEHTU HA UHTEH3UBHO W “CNACUTENHO” NEYEHUE
(SAABIDKUTENHU CA BCUYKU KPUTEPUW)

MKB D56.1

AnTtepHaTMBHO noBeAeHMe NPU NALMEHTU Ha MHTEH3UBHO MNM ‘“‘cnacuTenHo” neveHue, Koraro
1 npunoxeHuero Ha Deferoxamine + Deferiprone e NpoTUBOMNOKa3aHO MUNU MMa He3anoOBONUTENeEH

edexr !

Na6opaTopHu kpuTepum: 2
2 o Hopmanhu nnu 3asuwenun ao 33% OT CTOMHOCTTa NpM 3ano4YBaHe Ha NeYEeHNeTo
o ALAT u ASAT < 5 nbTu 0T ropHa pedbepeHTHa CTOUHOCT

®yHKuuoHanHu n MRI kputepum 2
3 o CobpaeueH T2* < 20 ms c AaHHM 3a CbpAeyHa AUCDYHKLUA
o CopoeveHT2* <10 ms

4 | TexKn eHAOKPUHHU YCNOXHEHUN, Hanarawy 3aMecTUTENHO neyeHune (MPENOPLYMTENHO) 2

5 | KnuHuuen cratyc, uscneasaHus U nperneau oT Apyru cneuuanucTy 2

6 | llunca wa u3kmousauwm kputepun no 1. B. IV 3

! peweHue Ha cneunanuaupaHa kommcus no AlNp Ne 38 U eKcnepTHO CTaHOBMLLE OT NOCTOSHEH EKCNepTEH ChBET No Hesponorus
2 MeauuMHCKa AOKYMEHTaUWs, NOTBbLPXAABalla KPUTEpUUTE NO npunoxeHwe 1 U BCUUKM HeoBXOoaUMM nscnepBaHus, cbobpasHo
npunoxexHue 2 % it

Tabnuua 1 HexxenaHu nekapcTBeHu peakuum

lapeHe, nospbLyaHe, auapus, KopemHa 6onku

lNoBuLIaBaHe CTONHOCTUTE Ha CEPYMEH KpeaTUHMH

MNosulwaBaHe Ha HMBaTa Ha CepyMHUTE TPpaHCAMUHA3M

MpoTeuHypus

KoxeH o6pus

JlokanHu koxHuU peakuun

OTOTOKCUYHOCT

OuyHa ToKCUYHOCT

3abaBsiHe B pacTexa

KocTtHu yBpexaaHus

WHdekuusn ¢ Yersinia enterocolitica

AnepruyHu peakuwm

B. V. U3KIIOYBALLWU KPUTEPUU (NMPU 3ANOYBAHE U NMPOABINKABAHE HA NEYEHUETO)
1. Texxu anepruynn u/unu Apyru HexenaHu nekapcTBEHU peakLum
2. BbpeMeHHOCT u naktaums
3. KpeatnHuHOB KNMpbBHC < 60 MI/min
4. ®ebpunHu CbCTOSIHNA A0 U3SICHAIBaHe Ha NpUYMHaTa
5. [lokymeHTupaHa uHdekums c Yersinia enterocolitica

=
F‘s 7% 8
C ‘(‘ U3NCKBAHUA HA H30K 3A NPOBEXAAHE HA XENATUPALLA TEPANKUA NPU NAUMEHTU C BETA TANACEMUA, HACNEOCTBEHA
XEMONUTUYHA AHEMUSA, KOHCTUTYLIMOHANHA ANNACTUYHA AHEMUS, HACNEACTBEHA CUAEPOBNACTHA AHEMUSA U
KOHFEHUTANHA OU3EPUTPONOETUYHA AHEMUSA B U3BbHBEONMHUYHATA nomMouy



NPUNOXEHWE 2
. NEYEBHO-AWATHOCTUYEH ANITOPUTBM

1. NNEKAPCTBEHM NPOAYKTHW, BxnioyeHu B Mpunoxexune 1 Ha MNC, kouto H30K 3annawa B
CbOTBETCTBUE C AieMCTBAIUTEe HOPMATUBHU AOKYMEHTH.

INN MKB OO3A

e 20 -40 mg/kg.T.m. Npu aeua (A0 cnupaHe Ha
pacrexa)
e 35-60 mg/kg.T.M. Npn Bb3paCTHU

DEFEROXAMINE D56.1

DEFERIPRONE D56.1 e 75-100 mg/kg.T.M. aHEBHO

DEFERASIROX D56.1, D58.9, D61.0, D64.0, D64.4 o .7 — 28 mg/kg.T.M. AHEBHO

2. NMPOCNEAABAHE:

U3xoaHm ctonHocTM

- Nokasarenu npu 3anoysaHe Ha +3Mm* | +6M* | +12m* | +24 m.*
NbPBOTO XenaTupauio
neueHue
KpbBHa kaptuHa + AHB X X X X X
deputuH X X X X X
KpeaTuHuH (camo 3a nauneHtn Ha Deferasirox) X X X X X
CuoTHOLEeHNe NpoTenH/KpeaTMHUH (camo 3a X X X
nauueHTtu Ha Deferasirox)
ALAT, ASAT, GGTP X X X X X
Bunupy6uH, LDH X X X X X
MpoTteuHypus X X X X X
AbgomMuHanHa exorpacus X X X
Ayanometpus (> 10 r. caMo 3a naumeHTn Ha X X X
Deferoxamine)
3pehune (> 10 r camo 3a NaymeHTn Ha X X X

Deferoxamine)

Ca,P,PTH(>12r1)

x
x
x

FT4,TSH (> 12r.)

x
x
x

MNy6eprt. p-e (> 12 r., A0 3aBbpPLIBAHE Ha
nybeprera)

x
b
x

HCV, HBsAg, HIV

EKI, ExoKI + ®U (> 10r.)

MPT Ha cuvpue

MPT Ha yepeH apo6

KpbBHa 3axap

niokosoTonepaHTeH Tect (> 10 T.)

KocTHa Bb3pacT: kutka (<12r.)

DEXA scan (> 18r.)

Terno X

Pxcr X

XX XXX (X X [X [X [X X
XX |5 I X [X [X [X X X |X

XX X [X [X X [X

KoHcynTu (kapavonor, eHaoKpuHonor,
racTpoeHTeponor)

X

+ 3 M.* - N3BBLPWBAT Ce Ha BCcekn 3 Mecela; + 6 M.* - M3BBLPIIBAT Ce Ha BCekn 6 Meceua; + 12 m.” - U3BbLPLIBAT Ce Ha
Bceku 12 meceua; + 24 M.* - U3BLPLIBAT Ce Ha BCEKN 24 mecela.
Mo KNMHWYHK NOKa3aHMA MHTepPBanUTe MeXay U3cneaBaHUATA MoraT 4a 6bAAT CKbCeHM.

3abenexka: MscneasaHusiTa cneaga Aa ca ¢ AaBHOCT A0 1 Mecel Npean KaHAWAATCTBAHETO

E - § 9
\’}(‘ W3NCKBAHUA HA H3OK 3A MPOBEXXOAHE HA XENATUPALLA TEPANWA NPU NALIMEHTU C BETA TANACEMUS, HACNEACTBEHA
XEMONUTUYHA AHEMWUA, KOHCTUTYLIMOHANHA ANNACTUYHA AHEMUSA, HACNEACTBEHA CUAEPOBNACTHA AHEMUA U
KOHFEHUTANHA JU3EPUTPOMOETUYHA AHEMUS B U3BBLHBONMHUYHATA MOMOLL



Il. OB USUCKBAHUA

1. Bb3pacroBara rpaHuua ce M34nMcnsBa B HaBbpLUEHN FOAUHM - T.€. BKIIOYUTESTHO KbM AaTaTa Ha u3aaBaHe Ha npoTokona
OT cneuuanusnpaHaTa KOMUCHS.

2. lNpu HasHayaBaHe Ha Tepanus NO NPOTOKON 3aA4bIMKUTENHO ce CbobpassiBaT Bb3PacTOBUTE OrpaHUYEHUsl, CbrnacHo
KpaTKaTa xapakTepucTiuka Ha CbOTBETHUS NEKapCTBEH NPOAYKT, yTBbpAeHa no peaa Ha 3JIMXM.

3. H3OK He 3annawya neyeHne n3BbH ykasaHaTa Bb3pacToBa rpaHuLia B KpaTkaTa XxapakTepucTuka Ha NnpoaykTa.

4. H3OK He 3annaa neyeHue c 403N Haa MakCUManHo paspelLeHuTe No KpaTka XxapakTepucTuka Ha NnpoayKTa.

5. B cnyyai Ha HacTbnNUna Noao3vupaHa HexxenaHa nekapcTBeHa peakums, nekapat ysegomsisa MAJ1 no peaa Ha un. 184 ot
3JIMXM. Konue ot cbobLieHneTo ce npunara/onucea kbM/B MeguumMHckaTa JokyMeHTauus Ha 30J1 npu kaHampaTcTeaHe 3a
neyexwe.

6. Bceku e-npoTokon ce u3aaBa Bb3 OCHOBA Ha U3JaAeH MeAWUMHCKU AOKYMEHT: cneunanuaupaHa komucus B NI36M Ha
ocHoBaHue Allp Ne 38 ,OnpesensiHe Ha nNnaH Ha neyeHue W NpocneAsBaHe Ha TepaneBTUYHUA OTFOBOP MPU NaLMEHTH,
nony4asally CKbNOCTpyBaLly nekapcTBEHU NPOAYKTM MO peaa Ha un. 78, 1. 2 330",

Exsemnnap Ha xaptueH Hocuten oT Allp Ne 38 ,OnpepensiHe Ha nNnaH Ha neyeHve u nNpocneasBaHe Ha TepaneBTUMHUS
OTroBOp NpW NaUMeHTH, nonyyaBalin CKLMNOCTPYBALUM NEKapCTBEHW NMPOAYKTW MO peaa Ha un. 78, 1. 2 330 kouto e
OCHOBaHue 3a u3paBaHe Ha MpOTOKON, NoAnuCcaH OT cneuwanuavupaHa komucua u 30J1, ce Bogu no pen, onpeaeneH ot
neyeGHOTO 3aBefeHUE U Ce CbxpaHsiBa B kabuHeTa Ha KomucusTa.

7. Npu uspasave Ha E-npoTtokon no pega Ha ekcneptusarta no un.78, 1.2 ot 330, otnaga HeobxoauMocTTa Aa ce
npeaocTaBaT U cbxpaHasaTt npunoxeHue Ne1 u npunoxenue Ne3 ot HacToswmTe ,M3ucksaHua Ha H3OK".

8. U3pasaHeTo Ha E-npoTokon ce OCblLUECTBABA B CLOTBETCTBUE ChC CbBMECTHU ,YKa3aHus 3a pabota C nopageH no
enekTpoHeH nbT npovokon IA/IB/IC (e-npoTokon)*, mexay HauuoHanHaTa 3apaBHoocuryputenHa kaca v Bubnrapcku
Nnekapcku Cblo3 3a npunaraHe Ha HauvoHanH1s paMKOB AOTOBOP 32 MEAULIMHCKUTE AEWHOCTH.

Hacmosawume u3uckeaHus ca ymebpdeHu om ynpaeumensi Ha H30K cned PeweHue Ne PL-HC-04-00-3/20.01.2026 2. Ha
Hadsopnus cbeem Ha H3OK u npedeapumenro cbenacyeaHe c BJIC, Ha ocHoeaHue 4n.51, an.10 ene ep. ¢ an.8 om
lMpasunHuka 3a ycmpoiicmeomo u deliHocmma Ha HayuoHanHama 30paeHoocuzypumenHa Kaca. M3uckeaHusma enusam &
cuna om 0amama Ha obHapodeaHemo um e ,[bpxaeeH 6eCMHUK“ U OMMeHsim Oelicmeawyume U3UCK8aHUS, 8 cuia om
01.02.20202. Ha ocHosaHue peweHue Ne PLJ-HC-04-8/20.01.2020 2.

¥
\,(‘ NU3NCKBAHWNA HA H3OK 3A MPOBEXXIOAHE HA XENATUPALLA TEPAMUA NPU MNALUMEHTU C BETA TANIACEMUA, HACNEACTBEHA
XEMONNTUYHA AHEMUA, KOHCTUTYLIMOHANTHA ANNACTUYHA AHEMWUS, HACNEACTBEHA CUAEPOBNACTHA AHEMUA N
KOHFEHUTANIHA AU3EPUTPOMOETUYHA AHEMUSA B U3BLHEONHUYHATA nomouy
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NPUNOXEHUE 3

AEKNAPALUA 3A NUHOOPMUPAHO CBIMACUE C UBUCKBAHUATA 3A 3AMOYBAHE/
NPOABINKABAHE HA NEYEHUETO C NEKAPCTBEHUA NPOAYKT

A3 gonynoanucaHusT/aTa

............... T S S

cnea kato ce 3ano3Hax C usnata MW npeaocTaBeHa MHd)opmaqm U uUenta Ha ne4vYeHWeTo C nekapcrBeHus

NPOAYKT: S certeimaeadie i e oL Siidiei WU cnej Kato nony4ux usvepnartenHu oTroBopu
Ha NoCTaBeHUTe OT MEH BbNPOCH, AeKnapupaMm 4e:

1. lle cnassam npenopvbyaHata MU CxeMa Ha NleYeHne U NePUOANYHOCT Ha KOHTPOMHWUTE nperneau.

2. PepoBHO e Ce SiBABaM Ha KOHTPOMHW NpErfean U HAMa Aa NPOMEHSAM CaMOBOMHO MMM MOA APYFO BHYLUEHUE
Ha3Ha4yeHaTa Mu Tepanus.

3. [pu npeycTaHoBABaHe Ha NEYEHUETO NO NPUYMHUA, HENPON3TUYALUM OT PELLEHNETO Ha KoMucusTa 3a ekcnepTusmn B
P3OK n/unu Komucusta no un. 78, 1.2 ot 330, we yseaoms Heaéﬁasuo hmnm Cuv nekap

4. [pu HecnasBaHe Ha NOCOYEHUTE YCNOBUSA NEYEHUETO MU C ynomeHaTtus nekapcTeeH NpoaykT we 6bae npekpaTeHo
1 HAMa Aa umam npeteHuun kem H3O0K: A

-3

1"

€N,

N3NUCKBAHWUA HA H30OK 3A NPOBEXXAAHE HA XENATUPALLA TEPANWUA NPU NALUUEHTU C BETA TANACEMUA, HACNEOCTBEHA
XEMONUTUYHA AHEMUSA, KOHCTUTYLIMOHANHA AMNACTUYHA AHEMUS, HACNEACTBEHA CUAEPOBNACTHA AHEMUSA U
KOHFEHUTANHA IU3EPUTPONOETUYHA AHEMUS B USBBHEONTHUYHATA MOMOLL|



