IIpunoxenue I

Hayunu 3aki1i0ueHnsi 1 OCHOBAaHNSA 32 IPOMSHA HA YCJIOBUSATA HA pa3pelnieHUeTO(ATa) 3a
ynorpeoda



Hayqlm 3aK/II0OYCHUA

IIpensun ouenvunus noknag Ha PRAC otnocHo [TAIb 3a naMOTpHKUH, HAYYHUTE 3aKJIIOUCHUS Ca,
KaKToO CJIEBA:

Cnen nyonukysan ot FDA curnan otHocHO Oe3omacHocTTa, OT [IPY Ha Bojemus mpoayKT Ha ma3zapa
€ M3MCKaHO Jia MPEAOCTaBU KyMyJIaTUBEH MPEeTJie]] Ha ps/iKa, HO MHOTO CEpUO3HA peaKiysl Ha
UMyHHATa cucrema, xemodarorurHa tumboxucruormrosa (hemophagocytic lymphohistiocytosis,
HLH), npuunnena ot Lamictal. Crient orieHka Ha OTTOBOPHTE C€ CTHIHA JI0 3aKITIOYCHHETO, Ye
curHansT 3a HLH Tps6Ba na 6bae BrroueH B Touka 4.4. u 4.8 Ha KpaTkaTa XapakTepUCTHUKa Ha
npoxaykra (KXII) u choTBeTHO 1a Ob/e akTyanu3upaHa JucToBKara 3a naruenta (JII1).

Cren chlllecTBYBAIIl CHTHAJ 3a CHHAPOM Ha Brugada u kymysaTuBeH mperiiea Ha CiydanTe Ha
cunapom Ha Brugada, npenocrasen ot [IPY Ha Bojemus MpoAyKT Ha mas3apa, Oeliie moka3aHo, 4e
CHMIITOMUTE Ha CHHAPOM Ha Brugada mosxe 1a ce mposiBAT, KOraTo MalUeHTHTE ca ¢ eKCIIO3UIHS Ha
namoTprokuH. 3aToBa no3unusta Ha PRAC e, ye ynorpebaTa Ha JIaMOTPHYKHH TIPU TIAI[UEHTH ChC
cunapom Ha Brugada 3a npeamounrtane TpsibBa 1a ce u30sArBa U TpsAOBa 1a ce akryanusupar KXIT u
JIIT kato ce mobaBsu npeaynpexacHue B Touka 4.4 Ha KXI1, ¢bc choTBeTHUTE poMenu B JIIT.

CuUr"aisT 3a XI/IHOFaMaI‘HO6YHI/IHeMI/I$I ChIIO € YCTAaHOBCH OT HAKOJIKO AbPiKaBU YJICHKU. B®3 ocHoBa
Ha HAJIMYHWTE JaHHU CE CUMTA, Y€ MMa OCHOBATEIHO JOKA3TEJICTBO, Ye MPUINHHO-CIIECTBEHATA
BPB3Ka MCXKAY XI/IHOI‘aMaFHO6y.HI/IHCMI/I}ITa 1 JICUCHUECTO C JIAMOTPWKXUH € Bb3MOKHA, U Y€
»XHIOTaMarno0ymnHeMus* TpsioBa na Obae BkiodeHa B Touka 4.8 ma KXI1 u JIIT.

Enna oT pppkaBUTE WICHKH KOMEHTHPA PUCKA B ClIydyail Ha €KCIIO3ULUS 110 BpeMe Ha KbPMEHE Bb3
OCHOBA Ha HOBH JIMTCPATYPHHU JaHHU, KBACTO HECKCIIAHU PCAKIIUU IIPU KbpMCHHU A€1a CC€ CT)O6HIaBaT B
myOnmKkanwst pe3 nepuoa ooxeanat ot [1AJIb. Cnen oneHka Ha TUTepaTypHUTE JaHHU CE CTUTHA JI0
3aKroueHueTo, ye napopmanusara B KXII u JIIT TpsdBa na ce akTyanm3upa KaTto ce BKIFOYH PUCKA OT
€KCITO3UIIH 110 BpeMe Ha KbpMEHe.

CMDh ce copriacsiBa ¢ Hayunute 3akmodenus Ha PRAC.

OcHoBaHus 32 MPOMSIHATA HA YCJIOBHMATA Ha pa3pelieHneTo(siTa) 3a ynorpeda

B®b3 ocHOBa Ha Hay4HUTE 3aKifoueHUs 3a JaMoTpmkiuH CMDh cumra, ye ChOTHOIICEHUETO MOJI3a/PUCK
3a JeKapCTBEeHUs(UTe) MPOAYKT(M), ChABPIKAII(1) JJAMOTPHKHH, € HETPOMEHEHO C MPEI0KEHUTE
NPOMEHH B IIPOAYKTOBATa MHPOPMALIHSL.

CMDh pocturaa 10 CTaHOBHIIE, Y€ pa3perieHreTo(s1Ta) 3a ynorpeda Ha IpoIyKTUTE, TIONaally B
oOxBaTa Ha HacTosmara enuHHa orieHka Ha [IAJ[b, TpsiOBa na Obne(at) u3meneno(u). B ciryuaunre,
MIPY KOWUTO JPYTH JIEKAPCTBEHHU MPOAYKTH, ChIbPIKAIIHN JIAMOTPHXKHH, Ca TIOHACTOSIIEM Pa3pelieHH 32
ynorpeba B EC uiu ca npeameT Ha Obeiy NporieIypH 1o pasperiaBane 3a ynorpeda B EC, CMDh
NPEnopbYBa 3aCETHATHTE IbPKABU WICHKH U 3aIBUTCITUTE/TIPUTEIKATESITUTE HA Pa3pEIICHUATA 3a
yroTpeba a B3eMar npeaBu ToBa ctanoswuile Ha CMDh.



IIpunoxenue 11

HN3meHeHus B npoayKkroBaTta uHGoOpManus HA JeKapCTBeH(U) NPOAYKT(1), pa3pelueH(1) mo
HALMOHAJHHM NPOLe1ypPH



I/I3MeHeHI/lfl, KOUTO TpflﬁBa Ja 0bJAT BKJIYEHH B ChOTBETHUTE TOYKH Ha npoaAyKTOBaTa
HH(l)OpMaIII/IH (HOBI/IﬂT TCKCT ¢ MOAYEePTAH H yae0ejeH, HU3TPUTHUAT TCKCT € Bﬂ‘{%pra-H)

Kpartka xapakTepucTiuka Ha NPOAYKTa

e Touxa 4.4 CienuanHu peaypekaeHIs U IPpeana3Hil MEpKU NpH yrioTpeda

CreauTe TIpeynpexaeHus 3a cuHapoM Ha Brugada u Xemodaromuraa mumdoxuctuormroza (HLH)
TpsiOBa J1a ce 100aBAT, KAKTO Cle/Ba:

EKI' tun Brugada

IIpyu nanueHTH JEeKYBAaHHU € JAMOTPHIKHH € CHLOOIIEHO 32 apUTMOIeHHO Hapyiuenue cse ST-T
anomaiaus ¥ xapaxkreped EKT tun Brugada. Ynorpe6ara Ha JJaMOTPHKUH TPSA0OBA BHUMATEJIHO
a ce 00OMMCJIM NIPU NANMEHTH ¢bC CMHAPOM Ha Brugada.

Xemodaronutna gumdoxucruonurosa (Haemophagocytic lymphohistiocytosis, HLH)

HLH e cb0o0u1eHA DU NANMEHTH, KOUTO NPUEMAT JIAMOTPHKUH (B:K. Touka 4.8). HLH ce
XapaKTepu3upa ¢ NPU3HAIM M CHMIITOMH KATO MOBUIIIEHA TeMIIePATYPa, 00PUB, HEBPOJIOTHYHHU
CHMIITOMM, XenaTocnjieHoMeraaus, JuMdaneHonaTus, HHTONEeHUH, BUCOKH CTOHHOCTH Ha
cepyMeH (epUTHH, XHIIEPTPUIINIIEPUIeMHsl, OTKJIOHeH!s BbB QYHKIMSTA HA YepHHS IPO0 U
Kkoaryjanusg. CHMITOMHTE HACTHLNIBAT 00MKHOBEHO B PAMKHTE HA 4 Ce/IMMIM OT HAYAJ0TO HA
JeyeHnero. XemodarounTHara 1uMGOXUCTHOUMTO3a MOKe 12 Oblie dKUBOT03ACTPAIIABAIIA.

IHauueHTHTE TPSAOBA 1a 0HAAT MHGOPMUPAaHU 32 cuMnTOMuUTE, cBbp3anu ¢ HLH u TpsadBa na
0bJIaT NOCLBETBAHM JIA NOTHPCAT HE320aBHO MEIMIIMHCKA MOMOIL], K0 IOJYYAT T€3H CMMITOMH,
110 BpeMe HA JIEYEeHHETO C JJAMOTPHKHH.

He3a0aBHO oneHeTe CHLCTOSHUETO HA MAINMEHTHUTE, KOUTO PA3BUBAT T€3H NMPU3HAIA U CUMIITOMH
n oomucJere auarno3a HLH. IlpueMbT HA JJAMOTPHKHH TPA0BA He320aBHO /1A Ce IPEYCTAHOBH
OCBEH aK0 MOJKE JIa C€ YCTAHOBH JIPYra €THOJIOTHS 32 PA3BHTHETO HA Te3H PEaKINH.

e Touxa 4.6 bpemeHHOCT 1 KbpMeHe (M3TpUBaHe, 100aBsHE)

Wudopmarusta B crieHaTa ToUKa TpsOBa Jia c€ M3MEHH:

Kopmene

Cpob1uaBa ce, ye JaMOTPIKUH IPEMUHABA B KbpMaTa MPH MHOT'O Pa3JIMYHU KOHIIEHTPAIUU, KOETO
BOJIM JI0 OOIIM HKBA HA JTAMOTPIDKUH MIPH KbpMadeTarta oT npuonm3utesHo 50% oT MaiftunHHUTE.
CrenoBaTelHO IPH HAKOU KbpMadeTa CepyMHHUTE KOHIICHTPAIIUK Ha TAMOTPH)KUH MOJKE J1a JIOCTUTHAT

HUBa, IPU KOUTO ce HabronaBaT (hapMakoIOrHuH eeKTH. EperMastkataFpyHaHaHIAOKEHHTe

[loTeHmamHUTE MO3U OT KBPMEHETO TPSOBA J1a OBAAT MPEIEHEHH CPEIly MOTSHITUAHUS PUCK OT
MPOsIBa Ha HEXKEJIAaH! PEaKIuy MPU KbpMadeTo. AKO jKeHaTa pellin Aa KbPMH, JOKATO € Ha JISYCHHE C
JAMOTPWKUH, KbPMadeTo TPsOBa 1a OBbe MpOoCIIeIIBaHo 32 MOsSBa HA HEXKEJIaH! PEaKIuu, KaTo
ceganusi, 0OpMB M ¢J1a00 HAJIABAHE HA TEIJIO.

e Touxa 4.8 Hexxenanu ekapcTBEHU peakun

Crnennara/Te HexelnaHna/u peakuusi(u) TpsOBa 1a ce 100aBu/AT ¢ yecTora ,,MHOTO peaku‘ B COK
Hapymienus Ha kpbBTa ¥ TMMQHATA CUCTEMA!



Tabauia ¢ HeXKEIaHU JICKApCTBCHU PCAaKIIMH

COK Hapymenus Ha KpbBTa 1 IMMGbHATA CHCTEMA

Mpmuoro penkn: XemodaromutHa JuMmdboxucruonurosa (HLH)

COK Hapyiiennst Ha UMYHHATa CUCTEMA

C HEM3BECTHA YECTOTA: XHUIOraMarJo0yJInHeMus

JlncTtoBKa

Touka 2: KakBo TpsiOBa ia 3HaeTe, mpeau Ja MpueMeTe JIaMOTPUKIH
CrnemnaTa nHGOpManus TpsOBa 1a ObIe BKIIOYCHA:
Ipexynpesknennsi u npeAna3sHu MepKU

Cunopom na bpyeaoa

CunapomMbT Ha bpyrajia e reHeTH4YHO 3200/1iBaAHE, KOETO BOIM JI0 HADVILIEHHE B
eJIeKTpHYecKaTa akTHBHOCT HA chbpleTo. Te3n EKI” oTKI0HeHHs1, KOMTO MOraT Ja JI0BeIAaT JI0
apuTMus (HenpaBUJleH Chp/ieYeH PUTHM), MOraT 1a 0bAAT OTKJIKYEHH OT JaMOTPHKUH.
I'oBopeTte ¢ Banius jiekap ako UMaTe TOBA ChCTOSIHUE,

Xemodgpazoyumua aumgoxucmuoyumosa (HLH)

HmMa cho0leHNs 32 pAJIKA, HO MHOIO CEPHO3HA PEAKIHA HA HMVHHATA CHCTEMA MPH NALMEHTH
npueManm Jamorpu:ku. He3a0aBHo ce cBbp:keTe ¢ Bammus jgekap win ¢papManeBT aKko ce
TOSIBH HAKOI OT CJIeIHUTE CHMITOMM JIOKATO NPpHEMATe JAMOTPHIKHH: OBHIIIEHA
TEeMIIEPATYPA, 00PHB, HEBPOJIOTHYHM CHMITOMH (HAIP. TpenepeHe WiN TPEeMOop., ChCTOSTHIE HA
00bPKAHOCT, HAPYIIEHUS HA MO3bYHATA QYHKIIUS).

bpemennocm u kopmene

AKO0 KbpMHTE MU NJIAHUPATE 12 KbPMHUTE nonuTaiiTe Bamus jJexkap niun (papmManeBT 3a ChbBET
NpeIn 1a IpUeMeTe TOBA JeKAPCTB0. AKTHBHATA ChCTABKA HA <<HMe€ Ha NMPOAYKTA>>
NPEeMHHABA B KbPMAaTa M MO2Ke J1a moBJusie Ha Bamero 0ede. AKo pemurte 1a KbpMuTe Bammsar
JieKap 1ie 00ChAU PUCKA U MOJ3UTEe 0T KbPMEHETO 10KATO CTe HA JieYeHHe C JIAMOTPHUKUH U 1Ie
NPOBEPSABA MEPHOAUYHO CHCTOSTHHETO HA BanieTo 6ede, 1aJ1u ce NPOSIBIBA ChHJINBOCT, 00pUB
WJIN ¢J1a00 HA/UIABAHE HA Terjio. YBeaoMere Bamus jJekap ako Ha0JI101aBaTe HIKOH 0T T€3H

cumnrTomu npu Bamiero 0ebe.

e Touka 4: Bb3MOXXHU HEXENaHU peaKuuu
CrnieiHATE HEXKETAHU PEaKIMU TPsOBa 1a ObJaT BKIIIOUCHHU:

Xemodaronntua JuMdboxucrtuonnrosa (HLH) (Bu:kxTe Touka 2 KakBo TpsiOBa J1a 3HAeTe, Mpean
12 IpUeMeTe JAMOTPHKHH).

IToHM:KeH HMYHHMTET MOPAAY NO-HUCKNTE HUBA HA AHTHTEJIA, HApeUYeHN HMYHOIJIO0YJIHHHI B
KPBbBTAa, KOUTO MoANnoMaraT 3almrara cpeuy HHQCKHI/II/L




Mpunoxenue I11

I'padux 32 u3nbJIHEHHE HA HACTOSIIOTO CTAHOBHILE



Fpa(bmc 32 H3IBbJHCHHUEC HA HACTOALILIOTO CTAHOBUIIIC

[Tpuemane Ha craHoBuieTo Ha CMDh:

roiu 2018 r., va 3aceqanue Ha CMDh

[IpenaBane Ha IPEBOIUTE HA MPUIIOKEHUATA 08 cenremBpu 2018 1.
KbM CTAaHOBHUIIIETO HA HAITUOHAITHUTE

KOMITICTCHTHU OPTaHu:

M3nbiiHeHNE HAa CTAHOBHIIIETO 07 mHoemBpu 2018 1.

OT IBbPIKABUTE WICHKH (ITO/IaBaHE HA 3asIBIICHUC
3a IPOMSIHA OT MPUTEKATEIS HA Pa3pPEIICHUCTO
3a ymoTpeoa):
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