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M3NCKBAHUA HA H3OK NMPU U3OABAHE HA NMPOTOKONU 3A NPOBEXOAHE HA NEYEHUE MNMPU
XUNONMUTYUTAPU3IBM U NPU AEPULINT HA PACTEXEH XOPMOH B U3SBBbHBONHUYHATA NMOMOLL|

MpoTokoNbT Ce M3gaBa OT cneuuarM3upaHa KOMUCUA B JleyeObHO 3aBefeHMe 3a 6ONMHMYHA NMOMOL, CKITHYUIIO
poroBop ¢ H30K. CneunanusnpaHute KoMmcum ce cb3gasaT cbC 3anoBe Ha AupekTopa Ha J13:

3a Bb3pacT ao 18 roguun: CBANAB ,,Mpod. a-p UBaH Mutes" — rp. Codmsa - KnuHmka no eHaokpuHonorus, gnabet
M FEHEeTUYHU 3a6onﬂBaHMﬂ W KIMHMKa no Heq)ponorvm " xemo,qmanmsa YMBAJ1 »CBeTa MapuHa“ — rp. BapHa — I'Ipra neTcka
KNUHKKA, 4 4 v a 3BEeHO ,geTcka eHpokpuHonorma“; YMBAI
,»CBeTn Neoprn” — rp. HnOB,qMB KnnHuka no negunatpus, 3BeHO ,AeTcka eHgokpuHonormns®; YMBAN ,,O0-p T. CTpaHCKM“ -
rp. NMneBeH - KnuHuka no geTtckn 6onectu.

3a Bb3pacT Haa 18 roauwHa Bb3pacT - YCBAIJIE ,,Akaa. UBaH MeHuyeB” — rp. Codums - KnnHmka no eHaoKpuHONorus;
YMBAI ,,CBeta MapuHa“ — rp. BapHa - KnvHuka no eHgokpuHonorus un 6onecty Ha obmsiHaTta.

.  PEQO 3A 3ABEPABAHE HA NMPOTOKOJINTE

MpoTokonu 3a 3ano4BaHe Ha fie4yeHue, Npy CMsiHa Ha TepanusTa u Npy NPoMsiHa B go3saTa

=  MepavumHcka JOKYMeHTaLmMs, NoTBbpXKAaBalla kputepumte no npunoxexHue 1
N BCUYKN HEOBXOAUMM N3cneaBaHuns, Cbobpa3Ho NpunoxeHue 2
CMELMAJIUIUPAHA » * PelweHue Ha cneynanusmpaHa KOMUCUS C ACHA MeaMLMHCKa MOTUBaLMSA 3a
KomucuA 3anoyBaHe Ha TepanusaTa, 3a4bMKUTENHO ce OTOENA3Ba NMMNca Ha U3KIYBaLLM
Kputepum
= “[poTtokon 3a npeanucBaHe Ha nekapcTBa, 3annawaHn ot H3OK/P3OK” —
06p. M3-H30K
Komucus no un. 78, 1. 2 .| 3aBepka Ha npoTokona
ot 330 B LIY Ha H30K ”| B P30K

MpoTokonv 3a npoAbMkKaBaHe Ha fie4yeHue 6e3 NpomMsAHa B TepanuAaTa

CNEUNATNTUINPAHA .
KOMUcCHUA

PeuJeHMe Ha cneuuanusupaHa KOMUCUSA C SiCHA MeAuUMHCKa MOTMBaUMS 3a
npoabirkaBaHe Ha TepanusTa, 3aAbIDKUTENHO ce oTOensisaBa nunca Ha
M3KNto4BaLLn Kputepum

=  “[poTokon 3a npegnucBaHe Ha nekapcTea, 3annawaxu ot H3OK/P30OK” — o6p.

A 4

M3-H30K
Komuncusa no un. 78, 1.2 . 3aBepka Ha NnpoToKona
013308 LY Ha H30K ”| B P30K

Il. OBLLU NMONOXEHUA

1. E-npoTokon ce usaaBa oT YiieHOBe Ha creuvanvM3npaHm KOMUCUM B Nne4ebHn 3aBeaeHus1, okasBalymM 60NMHUYHa MeanLMHCKa NoMoLL,
(N3BMM) Ha ocHoBaHve ,PelweHne Ha crneuvanuavpaHa komucusi® no Alllp Ne 38 ,OnpegensiHe Ha nnaH Ha feYeHUe M npocrneasiBaHe Ha
TepaneBTU4HWSA OTFOBOP MPU NALMEHTK, NONyYaBaLly CKbNOCTPYBaLLW NekapcTBEHW NPOAYKTM NO peda Ha un. 78, T. 2 330" B cboTBeTCTBUE C
HacToswwmTe Mancksanusa Ha H3OK. E-npoTokon ce nspaea 3a nepuop Ao 90 AHM Npu 3anoyBaHe Ha neveHne n Ao 365 AHW No npeueHka Ha
cneuvanuanpaHaTa KOM1MCKS 3a MOPEeAEH Kypc.

2. 3011 (HacTonHuK/poauTen) yaocToBepsiBa ¢ noanuca cu B ,PelieHne Ha cneupyanusupaxa komucus“ no Allp Ne 38: cnegHoTo: )Kenas
Aa My 6bae oAo6peHO NneveHre C NekapCcTBEHNS NPOAYKT, KaTo AeKnapvpamM, Ye CbM yBEAOMEH 3a AeNCTBMETO Ha Ha3HavyeHaTa nekapcTeeHa
Tepanus n JaBam MHOPMUPaHO Cbracue cbluaTta ga My 6bae npunaraHa“; ,CbrnaceH/a cbM 3a U3Non3BaHe Ha NNYHUTE MU JaHHW 3a LenuTe
Ha ekcnepTu3aTa“; JKenas ga 6baa yBegomeH/a 3a pesyntata ot ekcneptuaata ot P3OK no eguH ot cnegHute HaumHu: no e-mail, TenedoH
unu Ha msacto B P3OK"; ,Pa3speluaBam 4OCTbN A0 €NEKTPOHHOTO MU 34paBHO Aocue”.

3. Jo nonyyaBaHe Ha uWHcopMauus 3a 3anoyBaHe UMW NpoAbinkaBaHe Ha 3asBeHOTO neveHue, 30J1 npoabnkaBa TepanusATa C
nekapcTBeH/1 NpoAyKT/U, ¢ KOUTO e NpoBexaan Nne4eHNeTo 40 MOMEHTa.

4. MNpepu ctapTupaHe Ha npoueca no uspasaxe Ha E-npotokon Ha 30J1, cneunanunsupaHaTa KOMUCUSA OCBLLECTBSABA CNpaBKa Mo eneKTPOHeH
nbT 3a u3gageHn Ha 30J1 npeaxodHU NPOTOKONK, NO CbLUMA Npodun Ha 3abonsaeaHe. MpoueckT No nagasaHe Ha E-npoTokon ce peanusnpa B
MeauuMHckn codTyep. B HacTosiluMTe M3MCKBaHUA ca NOCOYeHN HeoOGXoAUuMUTe AOKYMEHTH 3a uspaBaHe Ha E-npotokon Ha 30]1.

5. [lokymeHTUTE (amMmbynaTopHWUTE NUCTOBE, ENUKPU3N, U3creaBaHus), konto cblyecteyBaT B H3VNC/uHdopmaumonHaTta cuctema Ha H3OK, ce
neknapuvpat B E-npoTokona ¢ TexHute yHukanHu Homepa (HPH).

WHbopmaLusiTa, oTHOCUMa KbM U3fgaBaHe Ha E-npoTokona, KosiTo € B JOKYMEHT, KOMTO HsIMa enekTpoHeH popMaT u He ce cbabpxa B H3UC,
ce nogasa: kaTo ce nonbiBa B PelleHneTo Ha cneuvanvavpaHa KOMUCKMSA — OCHOBaHWe 3a usfaBaHe Ha E-npoTokona vnun AOKyMEHTBLT ce
CkaHupa 1 npukaya kbM E-npoTtokona.

6. Mpu uspasaHe Ha E-npoTokon no pega Ha ekcnepTuaata no un.78, 1.2 ot 330, oTnaga HeobxoaAMMOCTTa fia ce NPeAoCTaBsAT U CbXpaHaBaT
npunoxeHue Ne1 n npunoxenne Ne3 ot HacToswmTe M3ucksaHusa Ha H3OK", npu cnegHuTe ycnosus:

- 3a npunoxeHve Ne1, nognucaHo oT cneumanuanpaHaTa KOMUCKS, NPU HaNMuneTo Ha TeKCT B ,PelueHne Ha cneumanuanpaHa kommeus” no
Allp Ne 38: ,JlunceaT n3knoyBaLLmM KpUTEPUM 3a 3arnovBaHe/NpoabikaBaHe Ha nedveHue c JIM;

- 3a npunoxenne Ne3, nognucaHo ot 30J1, npy HaNMYMeTo Ha TeKCT B ,PelueHne Ha cneunanuanpara komucus“ no Allp Ne 38: )Kenas ga mu
6bae opobpeHO neyeHne C NekapcTBeHWst NPOAYKT, KaTo Aeknapupam, Ye CbM yBeJOMeEH 3a [eWCTBMETO Ha HasHayeHaTa fekapcTBeHa
Tepanusi u aaBam MHGOPMMPaHO cbrnacue cbliaTta Aa My 6bae npunaraHa

' X N3NCKBAHNA HA H3OK NMPU NEYEHUE MPU XUMOMUTYUTAPU3BM U OEPULINT HA PACTEXXEH XOPMOH
% B N3BBbHBONHNYHATA NOMOLY,



NPUNOXEHUE 1A

JINCT 3A ONPEAENAHE HA KPUTEPUUTE NPU 3ANOYBAHE HA JIEYEHUE NMPU XUMOMUTYUTAPU3BM U
NP OEPULINT HA PACTEXEH XOPMOH nopa 18 rogullHA Bb3PACT B U3BBbHBOJIHUYHATA NMOMOLL

A. 1. KPUTEPUU 3A 3ANOYBAHE HA NEYEHUE (SAOBIDKUTEINNHU CA 1,4, 5,6 U 8 KPUTEPUA U 2,3 UNNT U
8 KPUTEPUN CbOBPA3HO MKB KOL)

MKB E23.0, N18.0, N18.8, Q87.1, Q96.0, Q96.1, Q96.2, Q96.3, Q96.4, Q96.8, P05.0, P05.1, P05.2

CurypHa guarHo3sa, KnuHu4yHa cCMMnToMaTuka, HUBO Ha pacTeXeH XOPMOH, peHFreHerpacusawiuan komnioTbpHa (KT)
WY MarHWTHO-pe3oHaHcHa Tomorpadpuma (MPT) Ha xunoTtanamyc-xunocdmsa 3a xunrodgusapeH—HaHU3IbBM
XunonutyuTapusbMm (Mpu deua Hag 5 roguiiHa Bb3pacT - 2 TecTa 3a PX, gokasBawm xmnodyHKUmsa Ha xunodusara;
npu geua nog 5 roguvwHa Bb3pacT - AaHHM 3a aHoMmanuu Ha xunodgwmsata ot MPT, Hucek PX npu cnoHTaHHa
XUMNOTMAMKEMUS M/MNn HUCKKU HuBa Ha IGF-1 u/nnu IGFBP-3); reHeTn4eH TecT (uMToreHeTnyeH aHanus, FISH, OHK) 3a
n3onupaH/komo6uHmupan gedpuumnt Ha PX, Cungpom Ha Turner n CuHapom Ha Prader-Willi, nokasaHa 6b6peyHa
HeAoCTaTbYHOCT U M3ocTaBaHe B pactexa (40 18 roguwHa Bb3pacT), poAeHu Manku 3a rectayuMoHHaTa cu
Bb3pacT geua u 6e3 nocTHaTanHoO HaBakcBaHe B pacTexa '

HuBo Ha pacTtexeH xopmoH (PX) npu cTuMynaunoHHu TecToBe:
2 = PX (comartoTporneH xopMmoH - CTX) < 10 ng/ml npu geua '
= |GF-1 u/unun IGF-BP-3 - H1cku 6a3anHu H1MBa 3a CbOTBETHATa Bb3pacT '

3 | KpeaTuHMHOB KnupBbHC < 70 ml/min/ 1.73 m2 !

4 | Pe3aynTaT OT peHTreHorpadus 3a onpefensHe Ha KOCTHa Bb3pacT !

5 | HuBo Ha TSH u TupeonaHun xopmonm / fT4/ 1

6 | UacneaBaHe Ha OYHM AbHA - hyHOOCKONUSA 2

; Camo npu HanuMuvMe Ha BTOpMYHA Hap6bLOpeYHa HeAOCTAaTbLUYHOCT — CMNOHTAHEH CyTpeweH KOpTu3on ¢

ycnopegHo nsmepeaHe Ha ACTH u/unu ACTH Tect/uHcynuHoB TecT, KAC, noHorpama (Na, K, Cl) 2

8 | Ilunca Ha uskno4Bawm KpuTepumn no Touka b

3abenexku:
al cTumynaumoHHuTe TecToBe 3a PX ce mpoBexaaT C MHCYIMWH, IMoKaroH, KNOHUAMH-XMApoxXnopua (xnodasonuH) nnm apruHuH
Xnapoxnopva

6/ He ce usnckBa NPoOBEXAaAHE Ha CTUMYMaLUMOHHM TecToBe 3a PX npu gokasaHun cuHgpom Ha Turner n Prader Willi

B/ Npu poAeHU Marku 3a rectalMoHHaTa CvM Bb3pacT Aela 1 6e3 NnocTHaTO HaBaKCBaHe B pacTeXa ca 3aabIHKUTENHN pbCT u/unm
Terno <10-Tm nepceHTun no Fenton cnpsAMo rectauMoHHaTa BbpacT Npu paxaaHe, Nunca Ha HaBaKCBaLl, pacTex A0 2 roaviiHa
Bb3pacT (<-2.5 SDS) nnu go 4 rogmwHa Bb3pacT (<-2.0 SDS), HacTosAw pbCT < -1SD cnpaAMoO cpeaHO-poOAUTENCKNS (TapreTeH)
pbCT

8 r/ Hucbk PX Ha choHa Ha CroHTaHHa XUMOTTIMKEMUS MMa CTOMHOCT Ha PX-cTMMynaumnoHeH Tect

f o/ npu Hanuune Ha Hucku IGF-1 n/vnu IGF-BP-3 n gokasaH MONeKynspHO-reHeTUYHO eHgoreHeH aeduumnt Ha PX nnu PX ¢
HamaneHa 61onorMyHa akTMBHOCT € UHAMLUMPAHO NEYEHME C PACTEXEH XOPMOH, HE3aBUCMMO OT pesynTaTa Ha CTUMYNauMOHHUTE
TecTtoBe 3a PX

A e/ npu geua ¢ xpoHM4Ha 6bOpeYHa HEAOCTaTbYHOCT U M30CTaBaHe B pacTexa He Ce M3UCKBa onpeaensiHe HUBa Ha pacTeXxeH
XOPMOH U LLMTOBUAHU XOPMOHMU

1pe|.ue|-me Ha cneuunanumi3npaHa KOMMCcuUsa C oTpaseHn aHaMHeCTUYHU AaHHU, KNMMHUYHaTa CMMNTOMaTtuka 1 eBOJIiOTUBHUA X0 Ha 3abonsBaHeTo
2 MeanUMHCKa OKYMEeHTaunAa, NoTBbpXaaBalla Kputepmmute no npunoxeHue 1 1 BCUYKM HEOBXOAMMU U3creaBaHus, c1:o6pa3Ho npunoxeHue 2

V3cneaBaHusaTa 3a HEAOCTaTbYHOCT Ha PaCTEXEH XOPMOH Ce MPOBEXAaT cres 3anoyHaTa afekBaTHa 3aMecTuTenHa Tepanus
MO OTHOLLUEeHMEe Ha CbNbTCTBALLIN XOPMOHaTHXN HEAOCTATbYHOCTN KU NOCTUIHAaTa KoOMNeHcauma.

B. U3KINKOYBALLUU KPUTEPUU (MPU 3ANOYBAHE HA NNEYEHUETO)

1. CBpbX4yBCTBUTEMHOCT KbM aKTMBHOTO UM HAKOE OT MOMOLLHMTE BELLECTBa
2. 3aTtBopeHu enndunan

3. MMpuapyxaBallo OCTPO MM AEKOMMNEHCUPAHO TeXKO 3abonsiBaHe

4. Hanuuue Ha aKTMBHM HOBOODOpa3yBaHUs

5. HapyweH rnioko3eH TonepaHc, npy HBA1C Hag 6.5%

6. Epem Ha nanunata

N3NCKBAHNA HA H3OK NMPU NEYEHUE MPU XUMOMUTYUTAPU3BM U OEPULINT HA PACTEXXEH XOPMOH
B N3BBbHBONHNYHATA NOMOLY,

-
|
-



NPUNOXEHUE 1A

NUCT 3A ONPEOENAHE HA KPUTEPUUTE NPU 3ANOYBAHE HA NNEYEHUE C PACTEXEH
XOPMOH
NPW CNEANPOLEAYPEH XMNONUTYUTAPU3BM HAA 18 TOAULLHA Bb3PACT B
M3BbHBOJIHWYHATA NMOMOLL

A. ll. KPUTEPUU 3A 3ANOYBAHE HA NEYEHUE (SAOBITKUTENIHU CA BCUYKU KPUTEPUN)

MKB E89.3

1 CurypHa guarHosa — Hanuuve Ha XMrnocomMaToTponu3bM Ha (hoHa Ha noanexallo Xunotanamo-
XunousHo 3abonsisaHe crnep uHTepeeHums 423

HuBeo Ha pacTexeH xopmoH (PX) n Ha uHcynuHonopo6eH pacTexeH gaktop-1 (IGF-1): 12

"  HWCKO 3a CbOTBETHATa Bb3pacT HMBO Ha IGF-1, npu Hanuune Ha geuumMTn 1 Ha
2 ABa Apyru ageHoxmnomuaHn xopMmoHa

"  [OHe eauH CTUMYMauMoHeH TecT 3a PX

MarHuTHo-pe3oHaHcHa Tomorpadus unu KAT Ha rnaBeH MO3bk 2

3
4 MN3cneaBaHe Ha KpbBHa rMIOKO3a 1 npu HeobxoaumocT KM, HbA1c -2
5

KoHcynTaumsa cC cneumanmcT ouHM GonecTy u nscneasaHe Ha O4HM AbHa (dyHaockonus) 12

6 | Jlunca Ha nsknrouBawm KpuTepum no Touka b

'peleHMe Ha cneyMannanpaHa KOMUCUSA C OTPA3EHN aHAMHECTUYHU AaHHM, KIIMHWYHATA CUMATOMATUKA U €BOMIOTVUBHUS XOA Ha
3abonsBaHeTo

2 MegMLMHCKA AOKYMEHTaUMs!, MOTBbPX/AaBalla Kputepunte no npunoxeHue 1 1 BCUYKM HEOBXOAMMM M3CreaBaHNs, CboBpasHo
npunoxexue 2

5. USKNMIOYBALLUU KPUTEPUM (NMPU 3ANMTOYBAHE HA JIEYEHUETO)

CBpPBbX4YBCTBUTENMHOCT KbM aKTUBHOTO WUSN HAKOE OT MOMOLLHMTE BeLlecTBa
Bb3pacT Hag 65 rognHu

BpemeHHOCT 1 KbpMmeHe

Hannune Ha akTMBHO 3noKayecTBEHO 3abonsaBaHe

Hanuune Ha ocTpo KpUTMYHO 3abonsiBaHe

Epem Ha nanunara

HapyweH rntoko3eH TonepaHc, npy HBA1C Hag 5% 6.5%

Nook~wdN -~

N3NCKBAHNA HA H3OK NMPU NEYEHUE MPU XUMOMUTYUTAPU3BM U OEPULINT HA PACTEXXEH XOPMOH
B N3BBbHBONHNYHATA NOMOLY,



NPUNOXEHUE 15

JINCT 3A ONPEAENAHE HA KPUTEPUUTE NMPU NPOOABITKABAHE HA NNEYEHUETO NPU
XUNOMNMUTYUTAPU3IBM U OEOULIUT HA PACTEXEH XOPMOH nopf 18 rogulIHA Bb3PACT B
N3BbHBOJIHWYHATA NMOMOLL

A. |. KPUTEPUUN 3A NMPOOBINKABAHE HA NNEYEHUETO (SAOBIDXUTENHU CA BCUYKN KPUTEPUN)

MKB E23.0, N18.0, N18.8, Q87.1, Q96.0, Q96.1, Q96.2, Q96.3, Q96.4, Q96.8, P05.0, P05.1, P05.2

1 OueHKa Ha hU3NYECKO pa3BUTME U KOCTHO Ch3psABaHe '

2 | WscnensaHe Ha KpbBHa rmiokosa u HBAC !

3 | HuBo Ha IGF-l unu IGF-BP-3 1

4 HWBO Ha roHagoTPONMHM, nonosu crepouam |

Camo npu Hanuuve Ha HagobLGpeYHa HegoOCTaTbYyHOCT — TeriecHa MOBBLPXHOCT (M?), kopTuson B 24
yacoBsa ypuHa, noHorpama (Na, K, Cl), KAC '

6 KpeaTuHnHoB knupbHe (npu XBH) !

7 | WacneasaHe Ha ouHn gbHa — byHaockonus -2

8 | PesynTat oT peHTreHorpacdus 3a onpenensiHe Ha KocTHa BbapacT ' 2

9 Jlnnca Ha m3kn4vBawWm KpUTEPUM NO To4vka b

'pelueHmne Ha cneunanuaupaHa KOMUCHUS C OTPa3eHU aHAMHECTUYHW AAHHMW, KMMHUYHATA CUMATOMATUKA W EBOMIOTUBHUS XOf Ha
3abonsBaHeTo

2 MeauUMHCKa OOKYMEHTauusi, MoTBbpXAaBalla Kputepuite no npunoxeHue 1 1 BCUYKM Heobxogumu macrenBaHus, cbobpasHo
NpUnoXxeHue 2 1 pacTexHa KpMBa Ha nauueHTa - Mpy cMsHa Ha Tepanusita 1 npy NpomsiHa B gosara

B. UBKNIOYBALLU KPUTEPUM (MPU NMPOOBINKABAHE HA NIEHMEHUETO)

CBpPBbX4yBCTBUTENHOCT KbM aKTVBHOTO MMM HAKOE OT MOMOLLHWTE BeLlecTBa

3aTtBOpeHn enndnamn (C U3KMNYEHNE HA NaLMEHTN C XUMONUTYUTapu3bM 1 cuHapom Ha Prader-Willi, kouto go 18
rogvilHa Bb3pacT NpoAbKaBaT NeYEeHNETo B 403U 32 Bb3PaCTHN)

MpuapyxaBaLlo oCcTpo TEXKO 3abonsAsBaHe

Hanunune Ha akTmBHM HOBOOOpa3yBaHus

MpusHaum Ha peunans Npu NpekapaHo 3nokavyecTBeHO HOBOOOpa3yBaHue

HapyweH rntoko3eH TonepaHc, npu HeA1C Hag #56% 6.5%

BpemeHHOCT 1 KbpMeHe

N =

Nookw

' —x N3NCKBAHNA HA H3OK NMPU NEYEHUE MPU XUMOMUTYUTAPU3BM U OEPULINT HA PACTEXXEH XOPMOH
B N3BBbHBONHNYHATA NOMOLY,



NPUNOXEHUE 15

JINCT 3A ONPEAENAHE HA KPUTEPUUTE NPU NPOABINKABAHE HA NNIEMEHUETO C PACTEXEH

XOPMOH HAA 18 rOAULLHA Bb3PACT B U3BBBbHBOJIHUYHATA NMOMOLL

A. ll. KPUTEPUU 3A NMPOOADBITKABAHE HA JIEYEHUETO (SAABIDKUTENTHU CA BCUYKU KPUTEPUN)

MKB E23.0

1 KnunuyHa ouenka ! 2

o HuBa Ha comaTtoTponeH xopmoH (CTX), IGF-1 u/unu IGF-BP-3* - HuCKM HMBa 3a cboTBeTHaTa
BBb3pacT (Ha CTX - npu cTuMynaumoHHmu Tectose)

3 BroxumuuHu nacneasanms 12

4 WscnepBaHe Ha kpbBHa rmoko3a u HeBA(C 12

5 Jlunca Ha HexxenaHa nekapcTBeHa peakUMs U U3KNIOYBaLUN KpUTEPUM No Touka b

1|INEI.IJeHVIe Ha cneynanu3npaHa KOMMUCuUAa C OTpaseHN aHaMHECTUYHU OaHHU, KIMUHUYHATa CUMNTOMAatuka U eBOSNIOTUBHUA XO4 Ha
3abonsBaHeTo

2 MeOuUMHCKa OOKyMEHTauus, NoTebpXAaBalla guarHosaTa M neyeHveTo Ha 3abonsiBaHETO B AeTcka Bb3pacT, Kputepumrte no
npunoxexHue 1 1 BCUYKM HEOGXOAMMU U3CreABaHUs, Cbobpa3HO NPUIoXeHue 2 - Mpy CMsHa Ha TepanusTa 1 Npu NpoMsiHa B go3aTta

*Mpunara ce B criyyanTe Ha NPEKbCHATO 3aMEeCTUTESNTHOTO fleYeHue.

B. U3KIMIOYBALLU KPUTEPUM (MPU NPOOABITNKABAHE HA NEYEHUETO)

Noakwh=

CBpPbX4yBCTBUTENHOCT KbM aKTUBHOTO MIN HAKOE OT MOMOLLHWUTE BeLLecTBa
MpuapyxaBallo ocTpo TEXKO 3abonsBaHe

Hanuuune Ha akTMBHM HOBOOOpPa3yBaHWsA

Mpu3Haum Ha peunanB Npy NpekapaHo 3MokayecTBEHO HOBOOOpa3yBaHWe
[ekomneHcupaH 3axapeH anabet - HBA1C Hag 5% 6.5%

BpemeHHOCT 1 KbpMeHe

Enem Ha nanunata

N3NCKBAHNA HA H3OK NMPU NEYEHUE MPU XUMOMUTYUTAPU3BM U OEPULINT HA PACTEXXEH XOPMOH
B N3BBbHBONHNYHATA NOMOLY,



NPUNOXEHUE 16

JINCT 3A ONPEAENAHE HA KPUTEPUUTE NPU NPOOBITXKABAHE HA JIEMEHUETO C PACTEXEH
XOPMOH NP CNEAMNPOLEAYPEH XUMNOMUTYUTAPU3BM HAL 18 TOAULLHA Bb3PACT B

M3BbHBOJIHWYHATA NMOMOLL

A. lll. KPUTEPUU 3A NPOABINKABAHE HA JIEYEHUETO (SAOBIDKUTEIIHU CA BCUYKU KPUTEPUN)

MKB E89.3
1 | KnuHuyHa oueHka ! 2
2 HuBo Ha comaToTponeH xopMoH (CTX) # - IGF-1 u/unu IGF-BP-3 1 2
3* | MarHuTHo-pe3oHaHcHa Tomorpadus unu KAT Ha rnaBeH Mo3bk ! 2
3 | BuoxumuyHu uscneasaxus 1 2
4 | WNscnenpaHe Ha kpbBHa rmioko3a v HeAC ! 2
5 | llunca Ha HexenaHa nekapcTBeHa peakuusi U U3KMIOYBaLLM KpuTepum no Touka b

'peweHne Ha cneuvanuavmpaHa KOMUCUA C OTPa3EHU aHAMHECTUYHU [JaHHW, KIMHWYHATA CUMNTOMATUKA W €BOSIIOTUBHUS XOf Ha
3abonsiBaHeTO

2 MeOMUMHCKa JOKYMEHTaLUMs!, NMOTBbpXAaBaLla KpUTepuuTe No npunoxeHne 1 U BCUYKM HEOBXOAMMN W3CreaBaHus, CboBpasHo
NpUnoXeHune 2 - Npy CMsiHa Ha Tepanusita 1 Npy NPoMsiHa B Jo3ara

B. U3KIMIOYBALLU KPUTEPUM (MPU NMPOOABITKXABAHE HA NEYEHUETO)

PN WN =

CBpPbX4yBCTBUMTENMHOCT KbM aKTUBHOTO MIN HAKOE OT MOMOLLHWTE BELLECTBA
Bb3pacT Hag 65 rognHu

BpeMeHHOCT 1 KbpMeHe

Hanuuue Ha akTMBHO 3mokadecTBeHo 3abonsBaHe

Hanwnune Ha ocTpo KpuTMYHO 3abonsiBaHe

Enem Ha nanunata

M3aBa Ha 0BCTPYKTUBHA CbHHA anHes

HekomneHcnpaH 3axapeH guabet - HBA1C Hag +6% 6.5%

N3NCKBAHNA HA H3OK NMPU NEYEHUE MPU XUMOMUTYUTAPU3BM U OEPULINT HA PACTEXXEH XOPMOH
B N3BBbHBONHNYHATA NOMOLY,



NPUNOXEHUE 2

I NEYEBHO-OUATHOCTUYEH ANTTOPUTBM

1. JIEKAPCTBEHWU MNMPOAOYKTW, BkntoyeHn B lNMpunoxenne 1 Ha MJIC, kounto H3OK 3annawa B CbOTBETCTBUE C
JencTBalunTe HOPMaTUBHU JOKYMEHTU.

Tabnuua 1
OO3A

INN Oo 18 roauwHa Bb3pacT 3a MKB E23.0, N18.0, N18.8, Q87.1, Q96.0, Q96.1, Q96.2,
Q96.3, Q96.4, Q96.8, P05.0, P05.1, P05.2
e 0,025 — 0,035 mg/kg TenecHo Terno AHEBHO MOAKOXHO MpU HEe4OCTaTbYHOCT MK
HamaneHa GMoNornMyHa akTUBHOCT Ha PaCTEXEeH XOPMOH
e 0,035 mg/kg TenecHo Terno AHEBHO MOAKOXHO MPU HEJOCTaTbYHOCT Ha pacTeXeH
XOpMoH npu CuHapom Ha lNpagep-Bunu v npu pogeHu manku 3a rectauymoHHaTa cu
Bb3pacT Aeua 1 6e3 nocTHaTanHo HaBakCBaHe B pacTexa
e 0,045 - 0,050 mg/kg TenecHo Terno AHEBHO NOAKOXHO Npu CUHAPOM Ha TbPHBP

SOMATROPIN
e 0,045 — 0,050 mg/kg TenecHo Terno OHEBHO MOOKOXHO Mpu feua ¢ 6bbOpedvHa
HeJOoCTaTbYyHOCT 1 U30CTaBaHe B pacTexa
Hap 18 roauwHa Bb3pacTt 3a MKB E23.0, E89.3
e 0,15-0,3 mg gHeBHO* npu nuua < 30 rog
e npwu nuua > 30 rog — 0.2/0.3 Mr gHEBHO
e Npu No-Bb3PACTHM NaLMEHTUN ce npunarat MMHUMAaInH1 gHeBHU 0o3n ot 0.1/0.2 mr ¢
no-6aBHO TUTpPMpPAHE)
Ot 3 pgo 18 rogmwHa Bb3pacT 3a MKb E23.0
SOMATROGON**
e 0,66 mg/kg TenecHo Terno, npunaraHa Be4HbX CEAMUYHO Ype3 NOAKOXHA MHXKEKLMS
Lo 18 roguwHa Bb3pacTt 3a MKB E23.0
HYDROCORTISONE

e 6 -8 mg/m? TenecHa NOBbLPXHOCT, pasaeneHu Ha 3 unu 4 npuema 3a 24 vaca

*KoHueHTpauusita Ha MHcynuHonogobHus pactexeH daktop | (IGF-1) ga 6bae makcumanHo go +2 SDS oT kopurnpaHaTta
3a Bb3pacTTa cpeaHa ctolHocT. MNauneHTute ¢ HopManHu IGF-I KoHUeHTpauun B Ha4anoTo Ha ne4veHneTo TpsibBa aa
npuemar pacTexeH XOpMOH Ao HuBa Ha IGF-l B ropHaTta rpaHuua Ha HopmaTa, KOMTO He npesuwasat +2 SDS.
Mopabpxalwata Ao3a ce yBenuyaBa uUnm Hamansiea nocteneHHo crnopen Hueata Ha IGF-1, kato psako Hagsuwasa 1,0

mg/aeH.

**KoHueHTpaumsaTa Ha uHcynuHonogobHus pactexer dakrop | (IGF-1) oa 6bae makcmanHo go +2 SDS ot kopurmpaHara
3a Bb3pacTTa cpefHa CTOMHOCT npu npoba, B3eTa Ha 4-a AeH cnen nocriegHaTa mpunoxeHa gosa. [launeHtuTe €
HopManHu IGF-l KoHUEeHTpauun B Ha4anoTo Ha NnevyeHneTo TpsibBa Aa npuemat pacTeXXeH XOpMoH Ao HuBa Ha IGF-I B
ropHaTta rpaHuua Ha Hopmarta, KouTo He npesuwasaTt +2 SDS. MNogabpxaliata go3a ce yBenuuyaesa WM Hamansisa
nocTteneHHo cnopes HuBaTta Ha IGF-1 cbc cTbnka oT £15%, kaTo ToBa 3MeHeHue psigko Hagsuwasa 1,0 mg/aeH.
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X N3NCKBAHNA HA H3OK NMPU NEYEHUE MPU XUMOMUTYUTAPU3BM U OEPULINT HA PACTEXXEH XOPMOH

B M3BBbHBOJTHNYHATA NMOMOLL



2. MPOCINEOABAHE:

Tabnuua 2
NEPWUOA HA NEYEHUE
M3CNEABAHUA Ha Bceku 6 Ha Bceku 12
W3xogHo Ha 3™ mecey meceua meceua

XOPMOHAITHU

PX (CTX) v

IGF-I unu IGF-BP-3 v X v

TSH ** v

fT4 v v

[OHagoTponuHM, MONOBM CTEpouau /MpU AOCTUraHe Ha KOCTHa v v

Bb3pacT 3a momyeta - 11 roguHu 1 3a momuyeta - 10 rogmHm/

HuBO Ha cyTpelueH KopTW30M - CMOHTaHHO unu npu Tect ¢ ACTH unu

WHCYIUH (C uen AOoka3BaHe Ha Haﬂ6b6pe‘-lHa HeOoCTaTbyHOCT Mpu

XMMNONUTYUTapU3bM)

Na, K, ClI, KAC**** v

KopTu3on B 24 yacoBa ypuHa**** X v
BUOXUMUYHU

nokosa v X v

HBAC v X v

ASAT v X v

ALAT v X v

T v X v

AnkanHa docgarasa v X v

KpeatuHnHoB knnpbHC (npu XBH) v v
UHCTPYMEHTAJIHA U KOHCYNTALUN

KoHcynTauums cbe cneunanuct o4Hn 6onectn — pyHaoCcKonus v v
EKIr*

PeHTreHorpacdusa 3a KOCTHa Bb3pacT - A0 HaBbptiBaHe Ha-25-Foa- v v
Bb3pacT 3aTBapsiHe Ha enndU3nNTe

KAT w/vnun MPT Ha rmaBeH MO3bK**** v

PeHTreHorpadus Ha 6sn gpo6 n AKP*

KoHcynTauums cbe cneuyanuct opToneaust u TpaBMmaTtosnorns™

OPYTru

PbcT, TemecHo Ternmo, oOuWKONKa Ha Tanua™™, TenecHa v v v

NOBBbPXHOCT*****

*no npeLeHka

** camo 3a geua

***0bukonka Ha Tanua — caMo Hag, 18 roguiiHa Bb3pact

**** BeAHBXK roAMLLHO NPpU Hanuyve Ha peavayanHa dopmauus 1 BeOHbX Ha 2 roAuHU Npy nunca Ha peanayanHa dopmaumsa camo Hag 18
rogvliHa Bb3pact

**FE*camo nNpu HanuyHa HagbbOopeyHa HeAOCTaTbYHOCT MPY XUMOMUTYUTapU3bM

Il. OBLLUN N3NCKBAHUA

1. Bb3pacToBaTa rpaHvMua ce M34uCrsiBa B HaBbpLUEHW FOAMHU - T.e. BKIOYMTENHO KbM JaTata Ha u3gaBaHe Ha npoTokona oT
cneumanusnpaHaTa KOMUCKSI.

2. lMpn Ha3HayaBaHe Ha Tepanusi MO MPOTOKON 3aAbLIMKUTENHO Ce CbOobpassBaT BBL3PACTOBUTE OrpaHWYEHWs, CbIMacHo KpaTkaTa
XapaKkTepucTVKa Ha CbOTBETHUS NIeKapCTBEH NPOAyKT, yTBbpAeHa no peaa Ha 3I1MXM.

3. H3OK He 3annalua nevyeHne N3BLH ykasdaHaTa Bb3pacToBa rpaHnLa B KpaTkaTa xapakTepucTuka Ha npoaykra.

4. H3O0K He 3annalya neyeHne ¢ 403K Ha4 MaKCUMAanHO pa3peLleHuTe No KpaTka XxapakTepucTuka Ha npoaykTa.

5. B cny4yan Ha HacTbnuna nogo3vpaHa HexxenaHa nekapctBeHa peakuusi, nekapst ysegomsisa NAJT no pega Ha yun. 184 ot 3JIMXM. Konve
OT CcbOOLLEHNeTO ce npunara/onucea KbM/B MeauLMHcKaTa AokyMeHTaums Ha 30J1 npy kaHanaaTcTBaHe 3a neyeHve.

6. Bceku e-npoTokon ce u3faBa Bb3 OCHOBA Ha U3AafeH MeAULMHCKN JOKYMEHT: cneumanuanpana komveus B J1I3BIM Ha ocHoBaHue Allp
Ne 38 ,OnpegensiHe Ha nnaH Ha neyeHVWe M nNpocnefsBaHe Ha TepaneBTWYHWUS OTFOBOP MPW MauMEeHTM, MomnyyYaBaly CKbMNOCTPYBALLM
riekapCcTBEHW NPOAYKTM MO peda Ha yn. 78, 1. 2 330",

Eksemnnap Ha xaptueH Hocuten ot Allp Ne 38 ,OnpepensiHe Ha nnaH Ha neyeHve W npocrneasiBaHe Ha TepaneBTUYHUSI OTFOBOP MpM
naumeHTn, NosyYaBallym CKbNOCTPYBaLLM NekapCTBEHN MPOAYKTY Mo peaa Ha yn. 78, T. 2 330, KonTo e ocHOoBaHWe 3a n3gaBaHe Ha MPOTOKOI,
noanvcaH oT nekaps cneumanuct/cneunanuanpana komveus n 30J1 (poguTen, HaCTOMHUK/NPUEMEH poauTen), ce BOAMW MO pea, onpeaeneH
oT ne4yebHOTO 3aBeAeHVE 1 Ce CbXpaHsiBa B kabuHeTa Ha nekapsi/komucusTa.

7. Mpu nspasaHe Ha E-npoTokon no pefa Ha ekcnepTtusara no un.78, 1.2 ot 330, oTnaga HeobxoauMocTTa fia ce NPefoCTaBAT U CbXpaHsiBaT
npunoxeHue Ne1 n npunoxeHue Ne3 ot HactosiwmTe ,M3ucksaHus Ha H3OK".

8. N3paBaHeTo Ha E-npoTokon ce ocbluecTBsiBa B CbOTBETCTBME CbC CbBMECTHU ,YKasaHus 3a pabota c nogageH no enekTpoHeH MbT
npotokon IA/IB/IC (e-npoTokon)“, mexay HaumoHanHaTa 3gpaBHoocuryputenHa kaca u bbnrapcku nekapcku cbioo3 3a npunaraHe Ha
HauuoHanHua pamkoB JOroBop 3a MeANLMHCKUTE OENHOCTY.

Hacmosiuwjume u3uckeaHusi ca ymebpdeHu om yrnipasumerssi Ha H30K cned PeweHue Ne P[J-HC-04-.......... Y S 2025e. Ha Had3opHusi
cbeem Ha H30K u npedsapumen+o cbenacysaHe ¢ bJIC, Ha ocHosaHue 4n.51, an.10 ebes ep. ¢ an.8 om [lpasunHuka 3a ycmpolicmeomo u
deliHocmma Ha HauyuoHanHama 30pasHoocueypumernHa kaca. M3uckeaHusima enu3am 6 cuna om Oamama Ha obHapodsaHemo UM 8
LLbpxaseH eecmHuk® u ommeHssm Oelicmeawjume u3uckeaHusi, 8 cuna om 05.07.20242. Ha ocHoeaHue peweHue Ne P/[-HC-04-
70/12.06.2024e.

N3NCKBAHNA HA H3OK NMPU NEYEHUE MPU XUMOMUTYUTAPU3BM U OEPULINT HA PACTEXXEH XOPMOH
B N3BBbHBONHNYHATA NOMOLY,




NPUNOXEHWE 3

AOEKINAPALINA 3A UHPOPMUPAHO CBITIACUE C USUCKBAHUATA 3A 3AMNMOYBAHE/
NPOABINKABAHE HA NIEYEHUETO C NEKAPCTBEHUA NMPOOYKT

A3 gonynoanucaHuaTt/ata

cned KaTo ce 3afno3Hax C uanata My npegocTtaBeHa MHAOPMauMs U UenTa Ha JleYeHMeTo C feKkapCTBeHWs
NPOLY KT ENESRSEIRRNRMRRMIIEE ... ..........ccccesseeesessersseseesse: SRAR R R s ates e nneeeanneess 1 cried KaTo nosyymx n3vepnaTerniHm OTroBopu Ha
nocTaBeHWTEe OT MEH BLMPOCH, AeKnapypam Ye:
1. LLe cnassam npenopbYaHaTa MM CXeMa Ha fievYeHne 1 NepuogNYHOCT Ha KOHTPOMHUTE nperneau.
2. PepoBHO e ce ABABaM Ha KOHTPOSHW Mpernean M HaAma Aa NPOMEHsiM CaMOBOMHO MNW NoA, APYro BHyLUEHWe
HasHayeHaTa My Tepanus.
3. Tlpu npeyctaHoBsBaHe Ha MEYEHMETO MO NPUYMHK, HENPOM3TMYALLM OT pelleHneTo Ha KomuncusaTta 3a ekcnepTuan B
P3OK n/unun Komucusta no un. 78, 1.2 ot 330, we yBeaoms He3abaBHO NMYHMA CY nekap.
4. [pu Hecna3BaHe Ha NOCOYEHNTE YCIOBUS NTIEYEHNETO MU C YNIOMEHATUS NeKapCTBEH NPOAYKT Lie Obae npekpaTeHo un

HAMa Aa umam npeteHumn kbm H3O0K.
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