KM Ne 112 ANATHOCTUKA U NEYEHWE HA MYKOBUCLUWOO3A

1.MuHnmaneH 60NHUYEH NpecTon 7 gHK

2.1.KOOOBE HA BOJIECTU NO MKB-10

KncrtosHa chmbposa
BknrouBa: MyKoBucCUMOo03a

E84.0 KuctosHa ¢pmbposa c 6enogpobHu nposBu

E84.1 KuctosHa hnbpposa ¢ YpeBHU NPOABU
MekoHuym uneyc (P75%)

E84.8 KucrosHa hnbposa ¢ apyru nposasu

KOOOBE HA OCHOBHM MNMPOLEQYPH

2.2.0CHOBHU OUATHOCTUYHU NMPOLIEAYPH

I'Ipouenypu 3a uacnegBaHe Ha NnapuHKca

41849-00 JlapuHrockonus
[OunpekTHa napuHrockonms

Mpoueaypwu 3a uscnegsaHe Ha GPOHX

41898-00 PunbpoonTMYHa BPOHXOCKOMNMS
He sxnoysa: TakaBa C:
* 6uoncus (41892-00 [544])
» gunartaums (41904-00 [546])
* eKCTpaKuma Ha vyxgo Tano (41895-00 [544])

41889-00 BpoHxockonus
He skriroyea: Takaga C:
* Guoncus (41892-00 [544])
» pmnataums (41904-00 [546])
* eKCTpakuma Ha vyxgo Tano (41895-00 [544])

OduarHocTu4yHU TecToBe Ha XpaHoCcMuUunaTesnHa cucremMma, namepaHnsa nnum
ni3cnengBaHus

11810-00 WNacneagBaHe Ha racTpo-e3odhareaneH pedinykc, Bktoysall 24 yaca pH
MOHUTOPWHT

Bkrirousa: aHanua
MHTepnpeTauus
aoknag
He eknroysa: TakaBa C < 24 yaca pH MoHUTOpUMpaHe — NponycHW koga

NMaHeHaockonus

30473-00 [MaHeHgockonua 4o oyoaeHyma
LyoneHockonus

MaHeHOOCKONKMA € eKCUM3ns




30075-13 bwuoncusa Ha TbHKO YepBo

30473-01 [MaHeHaockonus A0 ABaHAOeCeTOoNnpbCTHMKA ¢ bruoncus

®dun6poonTUYHaA KONTIOHOCKONUA

32090-00 ®dubpoonTUYHaA KOFIOHOCKOMNMSA OO LieKyma
Jbnra konoHockonus

Bkriroysa: ornepg Ha nneyma
He eknroysa:. TakaBa C:
* Bruoncusa (32084-01 [911])
* nonunektomus (32087-00 [911])

32084-00 ®dubpoonTudHa KOIOHOCKONMS A0 driekcypa xenaTtuka

MBKaBa CUrMOMAOCKONMS

Kbca konoHockonums

He ekntoysa:. Tasu cneg dgnekcypa xenatuka (32090 [905] n [911], 32093-00
[911])
TakaBa C:
* Buoncus (32084-01 [911])

* nonunektomus (32087-00 [911])

®durbpoonTUYHA KONTOHOCKONUSA C eKCLU3Us

32090-01 dumbpoonTuyHa KONOHOCKONUS A0 Lekyma, ¢ buoncus
KonoHockonus g0 LeKyM, C MHOXECTBEHM buoncum
[bnra konoHockonua ¢ buoncus

MU3cnepnBaHe Ha XNbu4eH Mexyp Unu Xnb4HU NnbTULLA

30484-00 Enpockoncka peTporpagHa xonaHrnonaHkpeatorpadgusa (ERCP)

Bkrioysa: 4eTkoBa OMONCUSA Ha XMTbYHU MbTULLA
owvoncus

He ekntoysa: eHgockoncka petporpagHa naHkpeatorpadus [ERP] (30484-02
[974])

30484-01 EHpockoricka petporpagHa xonanruorpadgus (ERC)

Bkroysa: yeTkoBa 6MOMNCUA Ha XITbYHU MbTULLA
ovoncusa

PeHTreHorpacmsa Ha rnaBa unu wus

PEHTTEHOPA®UA HA MABA UNKA LWLINA

57903-00 PeHTreHorpadus Ha napaHasaneH CUHyC

57901-00 PeHTreHorpadus Ha yepen
Bknroyea: kansapuym
He ekntoysa: uedanomeTtpus (57902-00, 57930-00, 57933-00 [1967])
TakaBa Ha:
* macToungHa kocTt (57906-00 [1967])
* oKonoHoceH cuHyc (57903-00 [1967])




* NeTpo3Ha TemnoparnHa koct (57909-00 [1967])

KomnioTbpHa ToMmorpadusi Ha rpbAeH KoLl

56301-00 KomnoTbpHa TOMOrpadus Ha rpbAeH KoL

56307-00 KomntoTbpHa TomMorpaduma Ha rpbAEeH KO C MHTPaBeHO3Ha KOHTpacTHa MaTepus
KomntoTbpHa ToMmorpadusa Ha rpbaeH kow 6e3, crieq ToBa C BEHO3EH KOHTpaCT

60100-00 Tomorpadwma

He skriroyea: KOMMOTbpHa ToMmorpadcums (Bux 6nokose [1952] oo [1966])
TakaBa C:
» xoneuuctorpadus (58924-00 [1976])
* BeHo3Ha nuenorpacus (58706-00 [1978])

Opyra peHTreHorpacusa Ha rpbAeH KoLl

58500-00 PeHTreHorpadus Ha rpbaEH KOLL

BkntouBa: B6poHXx
Anadpparma
cbpue
65an opob
MegnacTUHym

He eknoysa: TakaBa Ha:
* pebpa (58521-01, 58524-00 [1972])
* rpbAHa kocT (58521-00 [1972])
* rpbaeH Bxog (58509-00 [1974])

* Tpaxes (58509-00 [1974])

60503-00 dnyopockonus

Kodupal cbuwo koeamo e HarpageHa:
* HCyhnaums ¢ Bb3ayx (59763-00 [1999])

PeHTreHorpacduma Ha cTomMallHO-4YpeBeH TPakKT

He skriroyea: ©es3koHTpacTHa paguorpadus Ha kopem (58900-00 [1977])

58909-00 KoHTpacTHO M3cnenBaHe Ha (hapuHKC, XPaHONPOBOA, CTOMax UM AyoaeHyMm
bapueBa kala 3a hapuHKc, XpaHonpoBoa, CTOMax UM oyoaeHym
Bkrrousa: npeasaputeneH obuy nnaH

He ekrroysa: KOHTpPACTHA Kalla 3a XpaHONPOBO, CTOMaX Ui AYOAEHYM U
nocneaBalla go konoH (58912-00 [1975])

58915-00 KoHTpacTHO nscnenBaHe Ha TbHKM YepBa
CepuinHo n3cneaBaHe Ha TbHKU YepBa

Bknroyea: npeasaputeneH obuwy, nnaH
He eknoysa: TakaBa Ha gyoaeHym (58909 [1975])
58912-00 KoHTpacTHO M3cnenBaHe Ha hapuHKC, XpaHONPOBOA, CTOMax UM AyogeHyMm ¢

nocneasallo nacnenBaHe go gebeno 4yepBo
Eapl/leBa Kalla 3a C*)apVIHKC, XpaHonpoBo, CToMax 1 gyogaeHym un nocrnegsawa o




KOMOH
58914-00 Wpurorpadus

PeHTFEHOI'pad.)Mﬂ Ha KoOpeM unu neputoHeym

58900-00 PeHTreHorpadus Ha Kopem

Bkriroysa: XnbyeH TpakT
AOnHa racTponHTecTuHanHa obnact
peTponepuToHeym
cToMax
He skrrousa: Ta3n Ha ypuHapHua TpakT (58700-00 [1980])

KomnroTbpHa ToMmorpadus Ha Kopem

56401-00 KomnoTbpHa TOMOrpadus Ha Kopem

PeHTtreHorpadnsa Ha ropeH KpamHuK

57512-03  PeHTreHorpadus Ha anaH, NpbCTU U KNTKa

YnTpa3sByK Ha KopemM unu tas

55036-00 YnTpasByK Ha KOpeMm
Bkrtousa: ckaHupaHe Ha ypuHapeH TpakT

He skriroyea: KopemHa cteHa (55812-00 [1950])
npu CbCTOSAHUS, CBbp3aHn ¢ 6pemeHHocT (55700 [1943], 55729-01
[1945])

MU3cnegBaHe Ha KocTu

12306-00 KocTHa oeHCUTOMETPUS C MOMOLLITA Ha ABOMHO eHepruiHa peHTreHoBa
abcopbunomeTpus
KocTHa gAeHCUTOMETPUS C M3MoS3BaHe Ha ABOWNHO EHEPrUinHa X-ray
abcopbunomeTpus
3abenexka: M3nbnHeHa 3a guarHosa:
* 1 MOHUTOPUHI Ha KOCTHA NITbTHOCT
* MPY HUCKA KOCTHA NITbTHOCT

MarHuTHO pe3oHaHceH o6pa3

90901-05 MarHuTHO pe3oHaHCcHa ToMorpadumst Ha Kopem

1932 WU3cnepBaHus Ha ypuHaTta

91920-03 WacneaBaHe 3a anbymuH B ypuHaTa. MukpoanbymmHypus
91920-05 WscneaBaHe 3a ypobunuHoreH B ypuHaTta

91920-06 WscnegsaHe Ha pH Ha ypuHa

91920-07 WscnepnsaHe 3a KeToTena B ypuHaTta

91920-08 N3cnepBaHe Ha 3axap B ypuHHa npoba

91920-13 WscnepeaHe 3a amunasa B ypuHaTta

91920-14 WacneaBaHe 3a 6enTbK B ypuHaTta

91920-15 WscneaBaHe 3a NUKOYHa KUCENuHa B gnypesaTa

9192016 WscnepBaHe 3a 6unmnpybuH B ypuHaTta

91920-17 WscneasaHe 3a HUTPUTU B ypUHaTa




91920-18 W3cnepgBaHe 3a KETOHU B ypuHaTa

OuarHocTu4HM TecToBe Ha XpaHoCcMuUnaTtesiHa cuctema, namepBaHusa Unun
n3cnenBaHumA

11800-00 TecT 3a MOTOpPMKA Ha XpaHONPOBOA
MaHomMeTpu4eH MOTUNMTETEH TECT Ha XPaHOMpPoOBOA

Opyro uamepBaHe Ha guxatenHa PyHKUUA

11506-00 [pyru nscnensaHusi Ha guxatesiHa pyHKums
OuxaTteneH (pyHKUMOHaNEH TecT }
CnupomeTpus } BOY

Opyra enektpokapauorpacdusa [EKI]

11700-00 [Opyra enektpokapauorpadua [EK]
He skriroyea: Te3u BKIIKYBALLM MNO-Marnko oT 12 oTBexgaHus — NPonycHU Koga

,El,pyrw CbpAaevyHoO-CbaAoBM ANAarHOCTU4HM TecToBe, U3aMepBaHUA NN n3cnegBaHnsa

13310-00 lMyncoBa okcMMeTpusi (MyNCOKCUMETPUS)

92057-00 TenemeTpus
EnekTporpadpmyHo MoHUTOpPUpPaHe
He ekntoysa:. Te3u Nnpu TeCTBaHe Ha Kapano aedmbpunaTop nnm neNcMenksp
(Bw>x 6ok [1856])

OdwvarHocTu4Hu TecToBe, n3mMmepBaHunAa Unu n3cnegBaHuns, KpboB U KPbBOTBOPHU OpraHun

13842-01 M3mepBaHe Ha apTepuanHu KpbBHU ra3oBe

Opyro namepBaHe Ha guxaTtenHa PyHKUUA

13311-00 n3MepBaHe Ha ra3oBe Ha CMeceHa BEeHO3Ha KpbB

1926  MuKpobGuonoruyHu nscnegBaHus

91929-02 MwuKpo6MONOrMYHO/MUKPOCKOMNCKO U3cneaBaHe Ha npoba oT yxo u/vnun Hoc n/vnu
rbPMo W/MNn NapyHKC 3a Kyntypa u YyBCTBUTENHOCT

92184-02 MwuKpOCKOMNCKO n3cneasaHe Ha npoba oT Tpaxes, OpoHx, nnespa, 6an opob, apyra
rpbaHa npoba 1 xpayka 3a KynTtypa 1 YyBCTBUTENHOCT

91937-02 MuKpPOCKOMCKO M3cneaBaHe Ha KPbB 3a KynTypa U YyBCTBUTESNTHOCT




1923 XemaTonorn4yHu nacnegBaHus

91910-04 KpbBHa KapTUHa — NOHE OCEM UIM NOBEYE OT NOCOYEHMTE NoKasaTenu:
XeMOrnobuH, epuTpounTn, IEBKOLNTN, XeMaTokpuT, Tpombountn, MCV, MCH,
MCHC

91910-05 [ndbepeHumnanHo 6poeHe Ha NEBKOLUTM — BU3yariHO MUKPOCKOMCKO Mnun
aBTOMAaTMYHO anapaTHO n3crneaBaHe

91910-07 CkopoCT Ha yTasiBaHe Ha epUTPOLINTUTE

1924 BnoxMMn4YHU n3cneaBaHus

91904-13 [poTenHorpama (enektpodopesa Ha cepymMHM B6enTbumn)
91910-26 KRAMHUYHO-XUMMNYHU n3cneasaHusa 3a ACAT

91910-27 KnuHUYHO-XxMMUYHK n3cneaBanus 3a AJIAT

91910-24 KNUHUYHO-XMMWYHUK U3CnenBaHnNs 3a rMUKMpaH XeMornoouH
91904-14 OpaneH rroKo30TONEPaHCEH TECT

91915-00 [pyrvM MMYHONOIrMYHW U3CreaBaHus

.El,pyrw AWarHoCTn4yHu TeCcToBe, U3MepBaHNA UNu n3cnenBaHus

91919-01 [pyro natomopdonornyHo nacnenBaHe Ha npoba oT ropHUSA XxpaHoCMUNaTeneH
TpakT

91919-03 Mukpockoncko n3cneaBaHe Ha npoba OT A0NHMA XpaHOCMUaTeNeH TpakT u
n3npaxHeHuna 3a 6akrepuanHa Hamaska

91919-04 MuKpPOCKOMCKO n3cneasaHe Ha npoba oT SOMHUA XpaHoCcMMnaTesnieH TPakT n
N3npakHeHUs 3a KynTypa

91919-05 MuKpPOCKOMNCKO n3crneasaHe Ha npoba oT OOMHNA XpaHoCMUNaTeNeH TPakT n
N3npaxkHeHus 3a KynTypa u 4yBCTBUTESTHOCT

91919-09 MwuKpPOCKOMCKO n3cneasaHe Ha npoba oT SOMHUA XpaHoCMUNaTesieH TPakT n
N3NpaxHeHNs 3a NapasnTonorns

91939-14 M3cnenBaHe Ha hekanHa enacrasa u KannpoTeKTUH

91939-15 KonunyectBeHO onpenensaHe Ha enekTponuti B notTa. [NMnokapnnuHoB TecCT

1934 Opyru na6opaTopHu n3cneaBaHus

92191-00 [MonumepasHa BepwkHa peakuus 3a gokassaHe Ha COVID- 19

92191-01 TecT 3a oTkpuBaHe Ha aHTUreH Ha SARS-CoV- 2

2.3.0CHOBHU TEPANEBTUYHU NPOLEAYPU

KoHcynTauus nnm o6yyeHue CBbp3aHu C NIMYHA FPUXKa U Apyru exxeaqHeBHU
AenHocTu/He3aBMCUM XUBOT




96067-00 XpaHUTENHW/ANETUYHU KOHCYNTauumn unm obpasoBaHue
He exnoyea: npeBaHTMBHA KOHCynTauus unm obyyvenne (96066-00 [1867])

96072-00 [MpegnucaHn/camocToATENHO U3OPaHN MEeOUKAMEHTUN, KOHCYNTUPaHE UIn

obyueHune

3abernexka: MegunkameHTO3HU KOHCynTauusa nnm oby4yeHne BKNo4YBa CbBET
3a gencTteune/eekT (CTpaHUYHM UNu gpyrn) Ha NekapcTeaTa, BbpXy
yrnpaBneHneTo Ha NEKapCTBEHNS PEXMUM U BbPXY U3NUCBAHETO Ha
MeankaMeHTW. BkntouBa CbLLO CbBET 3a npegnaseaHe OT CTPaHUYHU
nekapcTBeHn ehekTn 1 ocurypsisaHe Ha obyunTenHn matepuanm
OTHOCHO MeaAMKaMEHTO3HOTO fieyeHne. To3n CbBET MoXe Aa Obae
AadeH Ha KIMEHTUTE NN Ha ApYyrn AOCTaBYMLM Ha YCIyTL.

He ekntoyea: KOHCynTauunsa nnm obyyeHne 3a CUCTEMUTE 3a JOCTaBKa Ha
MeankameHTn (96071-00 [1867])
CbBeETU UK 06yYeHne npu NnpmBuKBaHe kbM cybcTaHumm (96073-00
[1867])

OOGyuyeHMe Ha yMmeHus 3a PyHKLUMMN Ha TenlecHaTa cucrtema

96138-00 [suratenHa Tepanud, guxaTterHa cuctema [guiaHe]
BbacTtaHoBsABaHe Ha 6enogpobeH obem (Ypes pbyHa XmnepBeHTUnaums)
3abenexka: YnpaxHeHus 3a yBenvyasaHe Ha 6enogpobeH obem v rpbaHuTe
ABWXXEHUS 1 nognomMaraHe U3XBbpaHETO Ha cekpeTu u/wunun aa nogobpsisaHe
napameTpuTe Ha AuULLAaHEeTO

ﬂpym TepaneBTU4YHU UHTEPBEHLUMN HA AnXaTtesiHa cCucrtema

92043-00 PecnupaTtopeH MeankameHT, npunaraH Ypes3 Hebynansep
OnaxHsaBawa Tepanus

92044-00 [pyro kucnopogHo oborataBaHe
01615
KatanutnyHa kucnopogotepanus
LinTopenyktneeH ecekr
Kucnopogotepanus
OkcureHatopu
He exntoysa: xunepbapHa okcureHaums (Bux 6ok [1888])

96157-00 HeWHUM3NOHEH ApeHax Ha guxaTenHn NbTuLla

Pb4YHO M3uncTBaHe Ha pecnupaTopHa cekpeuus (M3CMyKBaHe)

MocTypaneH gpeHax

N3uncTBaHe Ha xpayku/pasgsuxeaHe (Ypes3 MaHyarnHa xunepBeHTunaums)

Bknroysa: aKTMBEH LMKBLIT OT guxatenHu TexHuku [ACBT]
TexHWKa Ha cpopcupara ekcnupauus [FET]
C M3NON3BaHe Ha TEXHUKN/YCTPONCTBA KaTo:
* Nepkycus
* pasknawiaHe
* Bubpatop

3abenexka: NocTypaneH gpeHax — NO3MUMOHMpPaHe, NO3BONSBALLO rpaBuTaLmaTa
Aa noanoMorHe eKcKkpeums Ha cekpeTn oT benute apobose 1 aa
yBEnuYM BeHTUnaunsaTa

He skriroysa: TakaBa, BKNoYBaLa MHTy6auusa (Bux 6nok [568])




MpunoxeHune Ha chapmakoTepanus

96202-07 EHTeparnHo npunoxeHne Ha dapMakoriorMyeH areHT , XxpaHUTEeNHO BELLECTBO

96199-07 WHTpaBeHO3HO NpUNOXeHNe Ha hapMaKonorMyeH areHT
MpunaraHe Ha bapMaKonOrMyeH areHT Ypes:
* NHQOY3NOHEH MopPT
* Port-A-Cath
* pe3epBoap (NOOKOXKEH)
* YCTPOWCTBO 3a Cb0B AOCTbMN
* BEHO3€H KaTeTbp
Kodupal cbwo koeamo e HarnpaseHa:
* MOCTaBsAHE, N3BAXAAHE UIM PEBM3MSA HA YCTPOMUCTBO 3a CbA0B AOCTHLN (BUX BNOK

[766])
* 3apexgaHe Ha YCTPOMCTBO 3a JoCTaBsHe Ha MmeamkameHTn (96209 [1920])
He eknoysa: XUPYpruyHa kateTepmsaumns ¢ npunaraHe Ha

XUMMOTEpPANEBTUYEH areHT (BUX 6510k [741])

96200-06 TToAKOXHO NpunoXeHne Ha hapMaKkosiorMyeH areHT, UHCYH
Kodupal cbwo koeamo e HarnpaseHa:
* 3apexgaHe Ha YCTPOWCTBO 3a JOCTaBsiHE Ha MeankameHTn (96209 [1920])

96199-06 WHTpaBeHO3HO NpuUnoXxeHue Ha oapMakomnormyeH areHT, MHCYSWH
MpunaraHe Ha dapMaKkorIOrMYeH areHT Ypeas:
* NHQY3NOHEH MopT
* Port-A-Cath
* pesepBoap (NOOKOXKEH)
* YCTPOMCTBO 3a CbA0B 4OCTbM
* BEHO3€EH KaTeTbp

Kodupal cbwo koeamo e HarnpaseHa:
* NOCTaBsHE, N3BaXAAHE NN PEBU3NSA HA YCTPONCTBO 3a CbA0B AOCTbM (BMX BOK

[766])
* 3apexgaHe Ha YCTPOMCTBO 3a JoCTaBsHe Ha MeamkameHTn (96209 [1920])
He skntoyea: XVMPYPruyHa kaTetepmsaunsi ¢ npunaraHe Ha

XUMUOTEpPanNeBTUYEH areHT (BWX 6ok [741])

96199-08 WHTpaBeHO3HO NpUOXeHNe Ha hapMakomnorMyeH areHT, enekTponnT
MpunaraHe Ha pbapmakonornyeH areHT Ypea:
* UH(PY3NOHEH NopT
* Port-A-Cath
* pe3epBoap (NOOKOXKEH)
* YCTPOWCTBO 3a Cb0B AOCTbN
* BEHO3€EH KaTeTbp
Kodupal cbwo koeamo e HarnpaseHa:
* MOCTaBsAHE, U3BAXAAHE UIM PEBM3MSA HA YCTPOMUCTBO 3a CbA0B AOCTHLN (BMX 60K

[766])
* 3apexgaHe Ha YCTPONCTBO 3a JocTaBsHe Ha meankameHTn (96209 [1920])
He ekntoysa: XUPYpPruyHa KaTetepmsaums ¢ npunaraHe Ha

XUMMOTEpPaNEBTMYEH areHT (Bux 6nok [741])

96199-02 WHTpaBeHO3HO NpUNOXeHNe Ha bapMaKonorMyeH areHT, NPOTUBONHAEKLMO3EH
areHT
[MpunaraHe Ha dapmMaKkosIOrM4YeH areHT Ypes:




96197-02
96199-03

96197-03

96199-09

* NHQOY3NOHEH MopT

* Port-A-Cath

* pe3epBoap (NOOKOXKEH)

* YCTPOWCTBO 3a CbA0B AOCTHN

* BEHO3€H KaTeTbp

Kodupal cbwo koeamo e HarnpaseHa:

* MOCTaBsAHE, 3BaX4aHEe NI PEeBM3MS Ha YCTPOMUCTBO 3a CbA0B AOCTbN (BUX 60K

[766])
* 3apeXxgaHe Ha YCTPOMCTBO 3a JoCTaBsHe Ha MmeankameHTn (96209 [1920])
He eknoysa: XUpYpruyHa kateTepmsaums ¢ npunaraHe Ha

XUMMOTEPANEeBTUYEH areHT (BMX 6ok [741])
MyckynHo npunoxeHue Ha hbapMakonornyeH areHT, NPOTUBONHAEKLMO3EH areHT

MHTpaBeHO3HO npunoxeHue Ha hapMakonormyeH areHT, ctepovs

MpunaraHe Ha hapmMaKkosiornM4yeH areHT Ypeas:

* UH(PY3NOHEH NopT

* Port-A-Cath

* pe3epBoap (NOOKOXKEH)

* YCTPOMWCTBO 3a CbA0B 4OCTbM

* BEHO3€EH KaTeTbp

Kodupali cbwo koezamo e HarnpaseHa:

* MOCTaBsAHE, M3BaXXAAHE UIM PEBM3MSA HA YCTPOMUCTBO 3a CbA0B AOCTHLN (BUX BNOK

[766])

* 3apexxgaHe Ha YCTPONCTBO 3a JocTaBsHe Ha MmeankameHTn (96209 [1920])

He eknoyea: XMpYpruyHa kateTepmsaums ¢ npunaraHe Ha
XUMMUOTEPaNEBTMYEH areHT (Bux 6nok [741])

MyckynHO npunoxeHne Ha hbapMaKkoSIorMyeH areHT, ctepouns

MHTpaBeHO3HO npunoxeHme Ha d)apmaKonormqu areHT, apyr un

HecneundunyeH apMaKkonormyeH areHT

MpunaraHe Ha oapMaKkosiOrM4YeH areHT Ypeas:
* NH(PY3NOHEH NopT
» Port-A-Cath
* pesepBoap (MOAKOXKEH)
* YCTPOMWCTBO 3a CbA0B 4OCTbM
* BEHO3€H KaTeTbp
Kodupali cbwo koezamo e HarnpaseHa:
* MOCTaBsAHE, U3BAXAAHE UIM PEBM3MSA Ha YCTPOMUCTBO 3a CbA0B AOCTbN (BUX 60K
[766])
* 3apeXxgaHe Ha YCTPOWCTBO 3a JocTaBsHe Ha meankameHTn (96209 [1920])
He ekntoysa: xvpyprnyHa katetepusauus ¢ npunaraHe Ha XMMmnoTepaneBTUYeH

areHT (Bx 6nok[741])

96200-09

96197-09

[MoaKoXHO NpunoXxeHue Ha hapMaKkosiorMyeH areHT, Apyr U HecreumduyeH
dapmMaKkonornyeH areHT
Kodupal cbwo koeamo e HarnpaseHa:

* 3apexaaHe Ha yCTPOWCTBO 3a JOCTaBsAHE Ha MeaukameHTn (96209 [1920])

MycKkynHo npunoxeHue Ha ddapMakonorMyeH areHT, apyr u HecneuuguyeH
dhapMaKkonormyeH areHT

U3anckBaHe: KnuHMYHaTa NbTeKa ce cymMTa 3a 3aBbplLUeHa:




1.Mpu HOBOOTKpPUTO 3abonsiBaHe, ako ca NPUIOXKEHN U OTYETEHU MUHUMYM 4YETUPU
OCHOBHUW AMarHOCTUYHWM Npoueaypu, egHarta oT KOUTOo 3aabimkutenHo e 91939-15 v aBe oCHOBHU
TepaneBTUYHM Npouedypu, nocoyeHn B Tabnmua KogoBe Ha OCHOBHM npoueaypu.

MpunoXeHnTe AMarHOCTUYHW MpoLedypy criedBa Aa 4okasBaT Hanvyne Ha 3abonsiBaHETO
KuctosHa dmbpoaa.

TepaneBTnyHa npoueaypa ¢ kog 96067-00 ce oTynmTa €OHOKpPATHO MpPU OTKPUBaHE Ha
3abonsBaHeTo.

2.Mpun nuua o 18 rogvwHa BBb3pacT € AOKa3aHa AguarHosa, ako ca MNPUIoXeHu wu
OTYETEHN MWHUMYM TPU OCHOBHW AMArHOCTUYHM npoueaypy U OBe OCHOBHM TepaneBTUYHMU
npoueaypw, nocoyeHn B Tabnuua KopoBe Ha OCHOBHM npoueaypyu M cbobpaseHn C OpraHHUTe
nposiBu Ha 3abonsBaHEeTo.

3. Mpu nuua Hag 18 roguwHa BbL3pPaCcT C AOKasaHa AMarHo3a, ako ca MNPUIIoXKeHU n
OTYETEHN MMHUMYM TPWU OCHOBHW OWArHOCTUYHW MNpOLEedypy W ABE€ OCHOBHW TepaneBTUYHU
npouenypw, nocodeHn B Tabnuua KogoBe Ha OCHOBHM npoueaypu U cbobpaseHn ¢ opraHHuTe
nposiBn Ha 3abonsaBaHeTo.

OcHoBHa npoueaypa 92191-00 nnmn 92191-01 ce ocbLiecTBABa NpyM HEOOXOAMMOCT U ce
npunara npu gunarHoctuumpade Ha COVID- 19. Ta3n npoueaypa ce nssbpLuBa Npu nokasaHus u
Ce OTYMUTa KaTo AONbIIHUTENHA AMarHOCTUYHA npoueaypa KbM ApYyruTe ANarHOCTUYHU Npoueaypw,
NOCOYEHN BbB BCEKN AMArHOCTUYHO-NeYebeH anropuTbM Ha CbOTBETHATA KMMHUYHA NbTEKa.

4. YCNIOBUA 3A CKIIOYBAHE HA OOroBOP U 3A U3NBIHEHWE HA KIIMHUYHATA
NbTEKA

KnunHnyHaTta nbTeka BKNYBa OAEMHOCTM M ycnyrm oT ob6xBaTa Ha MeAMLIMHCKaTa
cneuunanHoct "lMegnaTpua”, ocblLiecTBsABaHa Ha TPETO HUBO Ha KOMMETEHTHOCT, CbrNacHo
MeauUMHCKM ctaHpgapTt "lMepgmaTtpua”, ob6xBata Ha MeAUUMHCKaTa cneuuanHocT
"MHeBMonorna u ¢rTmsnaTtpma”, ocbliecTBABaHA Ha TPEeTO HMBO Ha KOMMETEHTHOCT,
CbrNacHO MeguuuMHcKM cTaHgapt "lMHeBmMonorMa wu  c¢Tusmarpma”, obGxBaTa Ha
MeAMUMHCKaTa cneuuanHocT "[deTcka nHeBmonornsa v dtusmarpua”, ocbliecTBsABaHa Ha
TPETO HUBO Ha KOMMNETEeHTHOCT, CbINacHO MeaUUMHCKN cTaHaapT "lMeguatpua”, ot obxeBara
Ha MegMuUMHCKaTa cneuuanHocT "lMacTpoeHTeponorna”, ocbLiecTBsiBaHa HA TPETO HMBO Ha
KOMMEeTEeHTHOCT, CbrMacHO MeAMUMHCKM cTaHgapTt "lacTtpoeHTeponorusa”, oT obxBaTa Ha
MeAMUMHCKaTa cneumanHocT "[leTcka racTtpoeHTeponorusa", ocbllecTBABaHa Ha TPETO HUBO
Ha KOMMETEHTHOCT, CbIMacHO MeaUUMHCKU ctaHgapT "lMeagnaTtpua®.

M3nckBaHmsaTa 3a HanmyMe Ha 3agbimKUTENHUTE 3BEHA, anapartypa un cneuymnanunctun ca B
CbOTBETCTBME C ropenocoyeHnTe meamunHCKn CtTaHgapTu.

JleueBHOTO 3aBefeHWe, M3MbAHMTEN Ha KNWHUYHATA NbTeKa, OCUrypsiBa KOMMMEKCHO
rie4yeHne Ha OCHOBHO 3abonsaBaHe, npuapyXxaealim 3abonsBaHna 1 YCNOoXHEHNS.

JleyeOHOTO 3aBegeHue, U3NBLIHUTEN Ha KNMHMYHA nbTeka Ne 112, sagbLmKuTenHo
CKnwyBa p[oroBop M 3a ambynatopHa npoueaypa Ne 9  AmOGynaTopHo
HabnaeHue/aucnaHcepmsaumsa npu  MykoBucumpaosa“, cbrnacHo [lpunoxeHune Kbm
Hapep6ata kbMm un. 45 ot 3aKkoHa 3a 34paBHOTO OocurypsiBaHe, 3abonsBaHuA, 3a KOMTO ce
ocurypsiBa KOMIMJIEKCHO JevyeHue (ocurypsiBa ce BCAAKa eAHa OTAEeNHa 4acT OT LSANOCTHUSA
npouec Ha nevyeHue) ca: MykoBucumgosa.

4.a. SA0BIDKUTENHU 3BEHA, MEOULUMWHCKA AMNMAPATYPA U OBOPYOBAHE, HAIIUYHU U
®YHKUMOHUPALLUN HA TEPUTOPUATA HA JIEYMEBHOTO 3ABEOEHUE, U3NMBJIHUTEN HA
BOJIHWYHA NMoMoLY



NevyebHoTO 3aBefeHMe 3a GONMHMYHA NMOMOLL MOXE Aa OCUrypu 4pe3 AOroBop, BMEHEHUTE KaTo
3a4bIMKUTENHN 3BeHa, MeavUMHCcKa anapaTypa 1 obopyaBaHe, U ¢ Apyro neyeGHo 3aBedeHve 3a
N3BBHOOMHMYHA UK GOMHUYHA NMOMOLL, Pa3NOSIOXKEHN Ha TepUTOpMATa My M MMaLLM AOroBOp C
H3OK.

3aabmKuTenHo 3BeHo/MegMLUMHCKa anapaTypa
KnunHuka/otoeneHne no neanatpus
unm
KnunHuka/otoeneHne no nHeBMonorna n tmamaTpus
unm
KnuHuka/otgeneHune no getcka nHeBMororns n tunsnatpus
unm
KnunHuka/otaeneHne no racTpoeHTeponorns
unm
KnuHuka/otgeneHne no geTcka racTpoeHTeposnorms
2. OtaoeneHue no obpasHa AMarHoCcTuKa
3. CTpyKTypa 3a (pyHKLMOHANHO n3cnegBaHe Ha AULWAHEeTo
4. KnuHnyHa nabopaTopus
5. KAUJT/OANIT unu nerna 3a MHTEH3UBHO neyeHne

SAOBIKUTENTHN 3BEHA, MEOULUUMHCKA ANAPATYPA U OBOPYOABAHE, HEOBEXOOUMU
3A U3SMBIHEHUE HA AINNTOPUTBMA HA MBbTEKATA, HEHATTMUYMHUA HA TEPUTOPUATA HA
NEYEBHOTO 3ABEAEHUE, U3NBITHATEN HA BOJTHUYHA NMOMOLL,

NeyebHOTO 3aBepeHue 3a OOMHMYHA NOMOLL, MOXe [a OCUrypu AeNHOCTTa Ha CbOTBETHOTO
3a4bIDKATENHO 3BEHO 4Ype3 [oroBop C Apyro rnedvyebHo 3aBedeHMe, KOeTO OTroBapsi Ha
n3ncKkBaHuATa 3a anaparypa, obopyasaHe n cneunanuctui 3a Tasm Kl n nma gorosop ¢ H3OK.

3agbmkuTenHo 3BeHo/MeaMLMHCKa anapaTypa
1. CTpyKkTypa No MeanuUMHCKa reHeTuka
2. KnnHnyHa napasutonorus
3. KnnuHnyna natonorus
4. KnuHnyHa MrMkpoburonorust — Ha TeputopusiTa Ha obnacrtra

4.6. HEOBXOAMMM CMNEUMAITUCTU 3A U3MBIIHEHUE HA KIIMHUWYHATA MBbTEKA U
N3NCKBAHWUA 3A OONBJIIHATENHA KBAITUOUKALIUA..

Heobxogumun cneunanncTy 3a neYyeHue Ha NauMeHTU Ha Bb3pacT Hag 18 roguHu:

HanuuHnat 6pon cneuvanuctu B 1e4ebHOTO 3aBedeHMe U TaAxHaTa Keanudpmkauus
OTroBaps Ha MeAULMHCKMSA CTaHdapT No CbOTBETHaTa CNeuManHoCT Ha CTPYKTYpUTE, B KOUTO ce
M3BbPLUBA AENHOCTTA, CbIMacHo T.I, 1 1 2 OT Tasn KNUHMYHA MbTekKa.

HeoGxogumm cneunanucTuy 3a nevyeHue Ha NauMeHTU Ha Bb3pacT nog 18 roguHu:
KnuHuka/ otaeneHue no neguatpus
| HUBO Ha KOMMNETEHTHOCT - ABaMa Nnekapu, OT KOUTO eANHUAT CbC CreLUnanHocT neanaTpus
I HUBO Ha KOMMETEHTHOCT — 4YeTupuMma nekapu, OT KOMTO ABamMa CbC CheumanHocT
negmaTpus Unn getcka NHeBMonorus n ptTnsnaTpus
unu
yeTMpuma nekapu, OT KOUTO €AWH flekap CbC chneuuanHocT neguatpus M eduH CbC
cneumanHocT geTcka NnHeBMonorusa n dtnsnaTpus
[l HNIBO HA KOMMETEHTHOCT — LLIEeCTMMa Nekapu, OT KOUTO NeT CbC CrneunanHocT
HeoHaTtonorus - 3a nevyeHne Ha NaumMeHTN Ha BBb3pacT A0 28-nsa AeH OT paXaaHeTo
| HUBO Ha KOMMNETEHTHOCT — ferna B poaunHa 3ana
[l HUBO HA KOMNETEHTHOCT — CE€ U3NCKBa MUHMMYM €4UH nekap ¢ npugobuta cneynanHocT
no neguaTpusa u keanuukaumst N0 HeoHaTonorMs UnNn ¢ npugobuta cneynanHocT Mo
HeoHaTonoruns



Il HNBO Ha KOMMETEHTHOCT — LWEeCT nekapu, OT KOUTO MWHUMYM Tpuma rekapu CbC

crneunanHocT rno HeoHaTosorms

KnuHuka/otaeneHue no nHeBMmonorus n gptusmarpus

| HNBO Ha KOMMETEHTHOCT - HAMAa NbPBO HUBO

I HNBO Ha KOMMETEHTHOCT — YeTupuma rekapu, OT KOUTO [ABama CbC CcreuunanHocT
negunarpus

nnu

YyeTUpUMa fnekapu, OT KOUTO ABaMa fnekapu CbC crneuuanHocT geTcka NHeBMOorns

nnu

yeTMpyma Jiekapu, OT KOUTO eOuH Jiekap CbC  CheuunarnHocT JeTcka MHEBMOSornam
dTU3NaTPUA 1 eguH riekap cbe creynarHocT rno neanaTpus

[l HNBO Ha KOMMETEHTHOCT — YeTupuMa nexkapu, OoT KOUTO MOHEe ABama C NHEBMOSIOrMsa u
PTU3naTPUA, a ocTaHanuTe - CbC CneunanHocT negmaTpus

- Nlekap CbC CrneumarnHocT no KNnMHU4YHa nadoparopus;
- NeKap CbC crneumarnHocT no obpasHa amarHocTuka.
5. AHONKALIUK 3A XOCMUTANTU3ALINA U NEYEHUE
5.a.MHOUKALMU 3A XOCTTUTAITU3ALNA.
MNpuem 1 narotTeaHe Ha AMarHoCTUYHO-nNevYebeH nnaHx.

Ha xocnutanusauus noanexaT nuua Ao U Hag 18 roguwiHa Bb3pacT Npu CUMMTOMM OT
CcTpaHa Ha AuxaTenHata cucTema, racTpOMHTECTMHArHUS TPaKT, eHAOKpUHHAaTa cuctema u ap.,
OTroBapsLLM Ha MHOUKaLunTeE.

B 3zaBucumocT ot AOMUHUpPpaLWNTEe OpraHH NpPosiBN Ha 3abonsiBaHeTO NauueHTUTe ce
Xxocnutanu3npart B CboTBeTHaTa KIMHMKa/oTaeneHme

1. OnarHocTMka Ha nuua A0 M Hag 18-roguwHa Bb3PACT CbC CbMHEHue 3a
MYKOBMUCLIMA03a NPU CUMNTOMM OT CTPaHa Ha AuxaresiHaTa CUCTeMa, FaCTPOUHTECTUHANHUA
TPaKT, eHOAOKPUHHATa cucrtema v ap.;

2. JleyeHue Ha nuua oo 1 Hag 18 r. c yctaHoBeHa gunarHo3a MyKoBucuuaosa npu:

2.1. 3acuneaHe Ha kawnuuarta u/unm ysenndasaHe obema 1M NpoMsiHa B xapaKTepucTukarta
Ha ekcnekTopauuaTa, HapacTBaHe UMM HOBOMOSIBMNA Ce AUCMNHEs U Hanuyineto Ha ebpunHo-
WNHTOKCUKALMOHEH CUHOPOM

2.2. KpbBOXxpak

2.3. duamKanHn n peHTreHoBM JaHHW 3a NHEBMOTOPAKC

2.4. AHaMHeCTUYHN, PU3NKanHM N PeHTreHOBM AaHHW 3a MHEBMOHMYEH MHUnTpar
2.5. AHaMHeCTNYHN, (PU3MKanHN N PEHTITEeHOBU AaHHW 3a NneBpaneH nsnme

2.6. [lekoMmneHcaunsa Ha XpOHUYHa anxaTenHa HegocTaTbyHOCT - Pa02<55 mmHg
2.7. XonecTasa

2.8. KnuHn4yHm 6enesn Ha oCTbp NaHKpeaTuT

2.9. NHTecTrHanHa obcTpyKums

2.10. MNpun geua po 18-rogmwHa Bb3pACT - gecatypauusa nog obuvamHuTe 3a nauueHTa
CTOMHOCTU NpW NyNCOKCUMETpUATa.

2.11. MNpwu peua noa 2-roguilHa Bb3pacT:

2.11.1. peunamBmpalum Mnu 3acurnealiM ce guxaTenHy CMMOTOMW - Kalunuua, CBUPEHE,
JVCMHes;

2.11.2. HeHagOaBaHe Ha Terno OT €K30KPWHHA NaHKpeacHa AUCHYHKLMS CbC cTeatopes u
anapus;

2.11.3. nponanc Ha pekTyma;

2.11.4. aHemus, oTOUN N XUMOHATPUEMUS;

211.5. pexuppataumMs U enekTponuTHM HapyweHus (ncesgo  batter  cuHapom),
XMMNOXIOpPeMUYHa MeTabonuTHa ankanosa;



2.11.6. xonectasa.

3. UHTeH3UBHO neyeHue npu:

3.1. Texka gucnHes, HenoBnMsiHa OT TepanusTa Ha NpeauLHNTE eTanw;
3.2. NpOMEHN B Cb3HAHMWETO;

3.3. HapacTBalla XMMNOKCEMUS N XUNepKanHUS;

3.4. Heob6XxoAMMOCT OT MexaHM4yHa BeHTunauums.

[denHocTnte M ycnyrute ce ocCblecTBABAT He3abaBHO uNM ce nnaHuMpaTr 3a
M3NbJ/IHEHWEe B 3aBUCMMOCT OT pa3sBUTUETO, TeXecTTa M OocTpoTaTa Ha CbOTBETHOTO
3abonsBaHe n onpegeneHus QMarHOCTUYHO-re4Ye6eH nnax.



3a nuua Hag 18 roguwHa Bb3pacT

e 3acunBaHe Ha Kawnuuarta ¢ yBenuyaBaHe obema n NpoMsiHa B Xxapaktepuctvkata Ha
eKcnekTopauusita, HapacTBaHe WNM HOBOMOSIBUNA Ce AUCMHest U Hannumeto Ha debpunHo-
WHTOKCUKALUWNOHEH CUHAPOM

o KpbBOxpak

o dusmKanHu N peHreHoBW AaHHK 3a MHEBMOTOPAKC

o AHaAMHECTUYHU , PU3NKANHU U PEHFEHOBWU AaHHWU 3@ MHEBMOHUYEH MHGMNTpaT

e AHaMHECTUYHU , DU3NKANHU U PEHFEHOBU AAHHW 3a nreBparneH n3nue

o [lekomMneHcauma Ha XPOHUYHA auxaTenHa HegoctaTbyHOCT — Pa02<55 mmHg

e Xonecrtasa

¢ KnnHn4YHKM Genes3n Ha OCTbp NaHKpeaTuT

e HTecTuHanHa obCTpyKums - AUCTaneH NHTecTMHaneH obCcTpykTmBeH cuHgpom — DIOS
(,MEKOHMYM UIeyC eKBUBANEHT")

5.6. AMATHOCTUYHO - NNEYMEBEH ANNTOPUTDBM.

AnroputbMbT € cbobpa3eH ¢ Bbbnrapckute crtaHaapTu 3a QMarHoCTUKa U reyeHwue,
paspaboTteHu nop ermpgarta Ha Acoumauma MykoBucumposa B bbnrapma m 6asupaHm Ha
EBponeinckute AMpEeKTUBU U NpenopbKUTe 3a noBeaeHue (Standarts of care for patients
with cystic fibrosis: a European consensus)

- B3eMaHe Ha buonormyeH matepun 3a Meamko-anarHocTuyHu macneaBanus (Bkn. KIMA) ce
n3BbpLIBa 40 24 Yaca OT NMPUEMAHETO;

- cnMpomeTpusa (Korato CbCTOSHMETO WM Bb3pacTTa Ha OonHus nos3sonsiea) — nNpu
NpMEeMaHeTo UNun No BpeMe Ha fie4eHNEeTO Unu Npy AexocnuTann3aumaTa;

- KpbBHO-ra3oB aHanus (KIr'A);

- HasHayeHaTa OT ne4yebHOTO 3aBefeHWe peHTreHorpadusa TpsibBa ga ce U3BbPLIM B
pamKkMTe Ha BONHUYHUA NPecToun;

- HasHa4yeHuWsaT noTeH TecT (B cny4Yyan, 4Ye OO0 XocnuTanu3auusata TakbB He € 6un
npoBexagaH) TpsidBa ga ce U3BbpLUM B paMKUTE Ha BONTHUYHUSA NPECTON.

TexecTTa Ha HapyweHusiTa B auxaTenHata dyHkumst ce obektmBmampa ¢ KA u ce
npocnegsBa 4Ypes NyriCOKCMMETPUS, KOUTO Ce 0TpassaBaTt B MeguumHckaTa gokymeHTauus (U3).

Benukn megmko — 6GuonNormdHm mscrneaBaHus ce 06eKkTMBM3MpaT camMo C OpPUTMHAIHK
OOKYMEHTU, KOUTO 3a4bIDKUTENHO ce Npukpeneat Kbm 3.

3a anarHosarta KMCcTo3Ha ¢pubpo3a OCHOBHO 3HA4YeHNE UMar:
e [loBULIEHMTE CTOMHOCTM Ha XflopnauTe B NoTTa.
e [EeHeTN4YHOTO n3cnenBaHe
e XapakTepHaTa KNMHUYHA cMMnToMaTuka
o damunHaTta obpemMeHeHOCT.

NeHeTUYHOTO M3cneaBaHe He ce 3annawa ot H30K

5.6.1. AUATHOCTUYHO - JIEMEBEH ANIMOPUTBM MPU CUMMNTOMU OT CTPAHA HA
FACTPOUHTECTUHAITHUA TPAKT
OCHOBHUTE ANArHOCTUYHM 3a4aum ca:

e [a Ce onpeaenu ek3oKpmMHHaTa naHkpeacHa yHKUMS U ManHyTpULmS;

e [a ce NOTBBbPAU MMM OTXBBPAN OCTbP WU XPOHMYEH NaHKpeaTuT,;

e [a Ce OLEHAT NPOMeHUTe B ropHust 1 goneH NAT, Bkn. nbposHa kononatus;

e [a Ce OUEHAT MpPOMEeHUTE B 4epHuMs Opob M XnbuyHuTe MbTMwa Ha 6asata Ha
KNUHWYHK, nabopaTopHn, MHCTPYMEHTanHn (exorpadunsa nnm apyru n3obpasntenHu nscrneaBaHus;
npy HeobXxo4MMOCT 1 ropHa 1 gonHa eHgockonus, EPXI).

n HCTPYMEeHTalHun nscnenBaHus



o AGpgomuHanHa exorpadus, o63opHa peHTreHorpadmsi Ha KOpema, KOHTpacTHa
peHTreHorpadusa Ha TUT, a npu HeobxogmmocT — KT munu MPT, Bkn. BMpTyanHa XOnaHrmo- vnu
XONaHrno-naHkpeaTtorpadus, eHTeporpadus unm eHTepoknnsa

e [opHa n ponHa [W eHpgockonusi, eHOOCKOMCKa exorpadua unm  eHOoCKoncka
peTporpagHa xonaHrmo-naHkpeatorpadgua -EPXIT.

KpbBHM npobum
e [TbnHa kpbBHa kapTuHa ¢ OKK, CYE, ypuHa
e C-peakTmBeH nNpoTeuH, obw, 6entbk, anbymuH, ACAT, AJTIAT, ITT, A, JIOX, obw un
anpekTeH ounupyouH, npotpombuHoBo Bpeme /INR, dumbpuHoreH, Kp.3axap, KpeaTuHWH, ypes,
NnUKoYHa KucunuHa, xonectepon, XOJ1 v JIOAJ1 xonectepon, Tpurnuuepuan, amunasa, nunasa,
cep.xensnso, YXCK, deputnH, enekTponutn — HaTpun, Kanuin, xmop, OukapboHaTu, kanuum,
dochop, marHesun, Arl, IrM, UrA v gpyrmn — cnopeq CbOTBETHUTE NOKa3aHMsI.

JdonbnHUTEeNHU n3cnegBaHus:
OueHKa Ha eK30KpUHHaTa naHKpeacHa HejoCTaTb4yHOCT U ManHyTpPULUA:
e KnnHWYHM fgaHHKU (aHamMHe3a N un3nKaneH crtatyc, aHTPONOMETPUYHM U3CreaBaHus),
obpa3sHu n3cneaBaHus, doekanHa enacrasa 1 u gpyru metoan npym HeobxoaMMOocCT;
e HueBo Ha macTtHopasTBopumu BuTammHn A, O, E, K n HMBo Ha B12 n ¢onmesa
KncenuHa — Npu nokasaHus
OueHKa eHOOKPUMHHATA NaHKpeaTU4YHa HeJgoCTaTbYHOCT:
e OpaneH rMOKO30TOMNEpPAHTEH TECT Npu naumeHTn Hag 10 roguMHW, Npu KOUTO He e
anarHoctTuumpaH 3axapeH anaber;
e cepymeH MHCynuH, C-nentua, KpbBHO-3axapeH npodun, HbALlc — no nokasaHus.

NeyeHue

e 3amecTBalUM NaHKpeaTU4HU eH3nmn ¢ unmn 6e3 aHtucekpetopu (AMMM)

e XunepkanopumHW XpaHW 3a OpasniHO U eHTeparnHo NPUIoXKEHWe — MO MokKasaHusa Ao
KOpeKUMs Ha ManHyTpuumara

a) eHeprunHn 1 BUTaMMUHHK nepopanHu gobasku
b) opanHn xpaHuTenHu [oGaBKM M EHTepanHu XpaHeHus oparHo WM npes
racTpocToma (npu Hyxaa)

e XenaTonpoTekTopu, XorepeTtuunm - Ypcoaesokcuxonesa kucenuHa /[ 15 wr/kr/gH —
HenpekbCcHato u Apyrn. Mpu xnbyHa WMHGEKUMs ce npoBexaa neyeHve ¢ aHTubuotnum. B
cnyyauTe C xonenutuasa ce obCcbxaa HyxaaTta OT XONEeuMCTEKTOMUS, a Npu OOCTPyKUMA Ha
XIMBbYHUTE MbTULLA — ONepaTUBEH UM EHOOCKOMNCKN OPEHAX.

o Kopekumss Ha xunepaumanteT - WMHxmbutopm Ha npoTtoHHaTta nomna / 1-2 nmbTu
CTaHOapTHa Ao3a HEeBHO

e MacTtHopa3tBopumu ButamumHm — BuT A, 1, E, K 1 kanuun — ctangaptHa AHEBHa Oo3a
HenpekbcHaTo; dhonnesa K-Ha, ButamvH B12 — ctTaHgapTHa gosa

e AHTUOMOTMUM, NpOBNOTMLN

e EHTepanHo xpaHeHe — COHOOBO U Ypes CToOMa

o Pexungpatupala Tepanusa ¢ BEHO3HW BOOHO-COMEBU P-pu, NIEYEBHU B-Ba, XPaHUTENHN
cybecTaHumm

e JleyeHne Ha OCTbP U XPOHUYEHNAHKPeaTUT —aHanreTuun, MHXMOGUTOpKN Ha NPOTOHHaTa
nomna (MMM), aHtubmnotnum, naHkpeacH eH3MMn 1 Apyru cpeacTaa

e JleyeHne Ha AuUCTaneH MHTECTUHanNeH OOCTPyKTMBEH cuHapom - [lpu  gucTaned
nHTecTnHaneH obctpyktueBeH cuHgpom (DIOS) ce npenopbyBa npuem Ha PEG 3350/4000,
pa3TBOPEH B 4 nuTpa BoAa 3a 2 yaca npes ycrarta, Kakto n knuamu ¢ Gastrografin (makcumym 480
ml) ¢ dwmsmonorndeH cepym o 1 nutbp. lNpu onTumanHo 3agbpxaHe kKnNuamute umaTt Aobbp



edekT. Psako ce Hamara xvpyprimyHa MHTEPBEHUMS UMW NMOCTaBsiHE Ha MepKyTaHHa eHOgOoCKomnckKa
racTpo-/eHTepocToma.

OGeKT Ha racTpoeHTeponiorusita ca nauneHTu, AMarHoCcTMUMPaHM OLle B paHHa aeTcka
Bb3pacT, HOBOAMArHOCTULIMPAHWU NauueHTH ¢ no-reka doopma Ha 3abonsiBaHETO, KaKTO U Takuea c
aTMnNUyHM bopmMm Ha KncTosHa unbpoasa.

MaHkpeacHo 3acsiraHe

MaumeHTuTe 6€3 N3ABEHa NaHkpeacHa eK30KPUHHA HeAOCTaTbYHOCT MOXeE NEPUOAMNYHO Aa
nmaT enM3ofm Ha OCTbP NaHKpeaTUT UK KNMHNYHK 6enesn Ha XpPOHUYeH naHkpeaTuT. [lopaaun
ToBa npu KopemHaTa 6onka e HeobxoQuMMO u3crefBaHe Ha amunasa (Cepym W ypuHa) unu
nunasa, C-peakTMBeH NpoTeunH, XxemaTonorndHu nokasartenu, ACT, ANT, I'TT, J1OX, rniokosa,
abgomuHanHa exorpadusi, o63opHa peHTreHorpadms Ha Kopema, a npu HeobxoguMOCT — Apyrn
nabopatopHn u wnsobpasutenHun wuacneasanna (KT wnu MPT, BKkn. BupTyanHa XonaHruo-
naHkpeatorpadusi, €eHOOCKONcka exorpadpmsa  wnu  eHOocKoncka peTporpagHa  XonaHrno-
naHkpeatorpagusa -EPXI1. Yecto ennsogute Ha naHkpeaTUT ce nocnegsaTt OT HamarnsiBaHe Ha
naHKpeacHaTa eK30KpUHHa YHKLUMS.

MNaHkpeacHa eK3OKpMHHa HepocTaTb4yHOCT ce oTkpuBa B 90% oT GonHute C
MyKkoBucUmnaosa. [posiBsaBa ce B pa3nuyHM eTanu OT xo4a Ha 3abonsiBaHeToO nopagu peayunpaHa
GukapboHaTHaTa cekpeuns (XunepaumanTeT, Ae3aKTUBMPaHe Ha EH3UMUTE); XUNepPKOHLEeHTpauus
Ha NaHKpeacHus cok (MpeunnuTaumsa Ha 6enTbun B KaHan4yeTarta). Habnogasa ce manabcopbums,
CbOTBETHO AedMuUMT Ha MacCTHOPA3TBOPUMW BUTaMMHM U Op. 3agbrkuteneH eTtan B
anarHoctvkata W onpedensiHe Ha  HyXAguTe Ha nauueHta OT 3aMecTuTenHa Ttepanusa e
npoBexaaHe Ha AuxaTenHu TecToBe, onpeaerisiHe Ha KONnM4ecTBo dyekanHu MacTu unu enacrasa
1naop.

UectoTata Ha gnabeTta (eHAOKPUHHA NMaHKpeacHa HeA4OCTaTbYHOCT) Mpy NauMeHTU C
MYKOBMCLIMOO3a HapacTBa 3HAYMTENHO C Bb3pacTta W ce cpewa camo npu naumeHTn c
€K30KpMHHAa MNaHKpeacHa HegocTaTbyHOCT. KaTto npuumMHM 3a ToBa Ce codvaT HapyllaBaHeTO Ha
apXUTEKTOHMKATa Ha OCTPOBHUTE KreTku, pubposaTta n MacTHaTa MHUATPaAUUA Ha NaHkpeaca.
OI'TT e npueT 3a OCHOBEH METOA 3a AMarHOCTMKa Ha gmabeT npu nauueHTu C MyKoBMUCLMAO3A.
JonbnHUTeNnHo e HeobXxoaAMMO u3cnefBaHe Ha rnukupaHua xemornobuH (HbALcC), KpbBHO-
3axapeH npodwus, nacrnenBaHe Ha CepyMHUsSt MHCYNWH 1 C-nenTua.

MHTecTMHanHa o6¢cTpyKumus

MekoHuym mnneyc ce cpewia npu okono 15% ot HoBopoaeHUTEe C KUCTO3Ha hnbposa, Hau-
4yecTo - Npy BoNHWUTE C NaHKpeacHa HeJoCTaTbYHOCT. [py NoapacTBaluM M Bb3pacTHU NauneHTH
ce pasBMBa 4acTuMdHa nogoctpa oO6CTpyKuusi (AMCTaneH UWHTeCTUHaneH OOCTPYKTMBEH
cuHgpoMm — DIOS, wnn ,mekoHWym wuneyc ekBuBaneHT”). KnuHMYHO ce wussiBABa C Texka
KOHCTUNauusa n kopemHa 6onka. YepBoTO € M3NbMHEHO C TBbPAW (hekanHn Macu, KOUTO fecHO ce
nannupat B AscHata wunu naea kopemHa nonosuHa. ObG3opHaTa peHTreHorpadusa Ha kopema
yCTaHOBSIBA AWNATUPaHN TbHKOYPEBHU OpUMMKKW, XMAPO-aEePUYHU CEHKM WU AunaTupaH KOJOH,
N3MbIIHEH ¢ dekanHn matepumn. CbHCTOAHMETO MOXE [a Ce YCIOXHU C nepdopaums u NepuToHNT.
KT Ha kopema e noneseH B andepeHumnanHaTa gmarHosa.

Factpoe3odpareanHata pecdnykcHa 6onect (FTEPB) ce cpewa 3HauMTenHo 4ecto npu
naumeHTn ¢ MykoBMCLMA03a, Nopaan CTOMaLUHUS XMnepaunanTer.

XnbuyHO-4yepHOAPOOHO 3acsAraHe



Okono 30% po 60% oT nauneHTUTE C MyKOBUCLMAO3a pa3BmBaT YepHoapobHa cTeaTo3a,
dokanHa unu MynTMHOOynapHa OunuapHa uuposa, ¢ UM 6e3 CbOTBETHUTE YCIOXHEHUS.
Xonenutnasa n XoneuucTUT ca CpeaT MHOMO 4YecTo npu 6onHMTE ¢ KMCTo3Ha dhubposa. Mpu
BCUYKN NauueHTn ce npenopbyBa a 6baaT M3BbPLUEHW cCredHuTe nscnenBaHus: YepHoapobHMU
eHsumn (ACT, ANMT, TTT, A®), 6unmpybuH, obw 6entbk, anbymuH, npotpombuHoso Bpeme (INR),
xematonormdHn nokasatenn c¢ [KK, rniokosa; abaomuHanHa exorpadma ¢ [Hdonnep, a npu
nokasaHmst 1 eHgockoncka (EPXIT) unn MP-(MPXI1) xonaHrno- nnu xonaHruonaHkpeaTorpadus,
KakTo 1 ®I'C 3a guarHosa u KOHTPOS Ha e3odhareanHu Bapuuum.

JleyeHue

1.Kopekuus Ha wmangurectua u wmanabcopbuma - XpaHeHe, 3amMecTUTeNnHa W
nogabpXalla Tepanus

1.1.BucokokanopuiHa gueTa

3arybarta Ha TenecHa maca 1 NogHOPMEHOTO TErfo ca YecTo CpeLlaHn Npu naumeHTuTe ¢
MYKOBMCLMA03a N 3aTOBa OLEHKaTa Ha XpaHUTENHUA cTaTyC € Heaenvma YacT OT nperneguTe u
BCsAka xocnuTanu3auus. lNpenopbyBa ce obLia BUCOKOKANopunHa gueTta CbC 3aMecTBaHe Ha
cboTBeTHUTE Aeduuntn. OcobeHO NOAXOASLIM Ca BUCOKOKANOPUWMHUTE XPaHU U NPOTEUHOBWU
pasTtBopu (Hanutku). Mpu Bcekn naumeHT TpsibBa oa ce onpenenat UHAMBUMAYaANHUTE eHepruiHun
HY>XOW, BHOCBbT Ha NPOTEUHU N Karopun, KakTo N Aa 6baaT M3BBLPLUEHN HSKOM cneundundHnTe
nabopaTopHun unscnegsaHvs (CEpyMHM HMBA Ha BUTAMWHW, anbyMuH, CEpyMHa XOnMHecTepasa,
MuKpoenemeHTn u gp.). MNpn 6onHmute ¢ UTM noag 19 wnu Te3m ¢ HanpeaHano 3abonsBaHe ce
npegnoynTta eHTepanHo xpaHeHe. Crieg Texknm onepaunm unu npepcrodwa 6enogpobHa
TpaHcnnaHTauus 3a KpaTko BPpeMe ce npenopbyBa TOTanHO napeHTepanHo xpaHeHe. TenecHoTo
TErno Ha NaumneHTUTe ce creamn Ha Bcekn 2-3 AHN.
Mpn Hannuue Ha gnabeT He ce orpaHu4YaBa KanopunHusa BHoc. MNauneHTuTe ce nosnusiBaT gobpe
oT boraTtaTa BbrnexuaparHa avera.

1.2.MaHKpeacHa 3amMmecTUTENHa Tepanus

EH3uMHMTE npenapaTu, M3MNon3BaHW 3a KOPEKLMS Ha MaHKpeacHUTE eH3NMKU ce npuemar B
Ha4yanoTo Ha BCSKO XpaHeHe. Te ce [o3upaTt MHAMBUAYaNHO C orfea AocTuraHe u nogabpkaHe Ha
onTUMAarnHo Terno, ajekBaTeH 4YpeBeH MOTUNUTET U npeanasBaHe OT TexKa KOHcTUnauusaTta.
Ob6ekTBeH MeTod 3a oueHKa edeKTMBHOCTTa Ha €EH3MMHaTa 3aMecTuTeNnHa Tepanus e
n3cnenBaHeTo Ha hbelec 3a HeyTpanHu macTu unm enactasal.

1.3.Butamuum

3a nauveHTM C MyKOBMCUMAO3a Ce MpenopbyBa 3aMecTuTernHa Tepanus C MacTHO
pasTBopuMKn BuTamunHu. lpoBexaa ce opanHo unu MyckynHo. lMpenopbynTenHutTe O03uM npu
naHKpeacHa €eK30KpMHHa HeaoCTaTb4yHOCT ca npeactaBeHun B Tabnuua 1. OpanHuaTt npuem Ha
Kanuun Tpsioea aa Hageuwaea 1.5 g / AHeBHO. 3aMmecTuTenHa Tepanus ¢ Kanuueeun npenapaTu ce
nposexaa obvkHoBeHO B Ao3a oT 1000-15000 mg/aHeBHO. MNpenopbynTenHa e u npodunaktuka
Ha ocTteonopo3aTta. [lpy HopmaneH nNpMem Ha xpaHa (MbSIHOLEHHO XpaHeHe) He e Heobxoanumo
3aMecTBaHe C BOAHO-Pa3TBOPUMM BUTAMUHM, OCBEH B Clly4auTe C OrpaHMYeH BHOC Ha XpaHa unm
cnep pesekums Ha uneyma. ButamuH B 12 moxe ga 6b4e npunoxeH npy gokassaHe Ha gepuuunt
B 4O3a

Tabnuua Ne1: [NpenopbyunTenHa 3amecTutenHa Tepanusa ¢ MacTHOPa3TBOPMMU BUTAMUHU
N Kanuum npu 60MHN C MyKOBUCLIMO03a M NaHKpeacHa eK30KpMHHA HeAOCTaTbYyHOCT

3amecTuTenHa Tepanus Oo3a




Butamnu A 40 000-100 000 IU / pHeBHO
ButamuH E 100- 400 mg / gHeBHO
Butamun D 400-800 IU / pHeBHO
Butamumu K* 1 mg/ gHeBHO o 10 mg/ ceaMUYHO

* xosiectasa, eK30KpuHHa naHKpeacHa He4OCTaTbYHOCT

2.0CcTbp M XPOHUYEH NaHKpeaTUT
MpoBexaa ce CbOTBETHO CTaHAAPTHO NeYeHre ¢ aHanreTuum, UHXMeUTopu Ha NpoToHHaTa
nomna (MMM), aHtmbmnotnum, naHkpeacHU eH3MMU 1 ApYrn (BUX. NaHKpeaTuTw).

3.Kopekuusa Ha xunepaumpureTa

MpenopbyBa ce npu cumnTommn Ha NEPB, kakTo 1 npu 60NHUTE C EK3OKPUHHA NaHKpeacHa
HegOCTaTbyHOCT, MOpagM WHAKTMBUPAHE Ha  eK30reHHWUTE  EH3MMHW  npenapatn  oT
NoaKMCeNsiBaHETO Ha AyoAeHanHoTo cbabpxmmo. MNpunarat ce UMMM B cTaHgapTHU 003K, NpUeTu
00 MOSIOBUH Yac nNpeaun XpaHeHe.

4.KopeKuuma Ha HapyLleHOTO u3npa3BaHe Ha cToMaxa U YpeBHUA MOTUNUTET

Mpn OGonHuTe C KuCTO3Ha pnMbpo3a, HapylweHUs B racTPOUHTECTUHANHUA MOTWUIUTET ce
HabnpaBaT Han-4ecTo B CrydauTe Ha HeagekBaTHOTO EH3UMHO 3aMeCcTBaHe, HeKopurMpaH
xvnepaunguteT unm gmabert. MNpu gucTtaneH MHTecTuHaneH obceTpyktmBeH cuHapom (DIOS) ce
npenopbyBa npuem Ha PEG 3350/4000, pa3TBopeH B 4 nuTpa BoAa 3a 2 yaca npes ycraTta, KakTto
n knn3mm ¢ Gastrografin (makcumym 480 ml) ¢ dousmnonormdeH cepym ao 1 nutep. MNMpn ontTumanHo
3agbpKaHe knu3amute mmat gobbp edekT. Psgko ce Hamara XxupyprudHa WMHTEPBEHUMS UIn
nocTaBsiHe Ha NepKyTaHHa eHOoCKoMNcKa racTpo-/eHTepocToma.

5.JleyeHne Ha gnadeT

JleyeHneTto Ha anabeTa, oLeHkaTa Ha epekTUBHOCTTA Ha NeYeHneTo M npodmnakTnuka Ha
YCINOXHEeHUsiTa ce nposexaaTt no obwute npaeuna, Ho 6e3 peaykuMs Ha KanopunHus BHoc. Mpu
HyX[a € NnokasaHo 3aMeCTUTENHO UHCYIMHOBO NeYeHue.

6. JleyeHme Ha XKNBbUYHO-YepHOAPOOHUTE 3abonsiBaHUA

3a npodmnakTnka 1 rieYyeHne Ha MHTpaxenartanHa xoriecrasa, jle4eHne Ha vyepHoapobHa
cTeatos3a M HAKom hopMUM Ha XonenuTuasa, € NoKa3aHo MPUIoKEeHNETO Ha YpP304e30KCU xXonesa
kncenuHa (YOXK) B ctangapTtHu gosm — 15 mg/kg Terno.

Mpu xnbyHa MHEKLMA Ce NpoBexaa neyeHne ¢ aHTubunoTuun. B cnyyante ¢ xonenutnasa
ce obcbxaa Hyxgata OT XONEeuMCTEKTOMUA, a MNpu OBCTPYKUMS Ha XKMbYHUTE NbTUA —
onepaTuBEH U €HOOCKOMNCKM APEHax.

3apaBHU rpuxK, cbrnacHo Hapepoba Ne 1 ot 8.02.2011 r. 3a npodecnoHanHute
OENHOCTU, KOUTO MEOULMHCKUTE CECTPU, aKyLLepKnTe, acoummpaHnTe MeguumMHCKN cneumanmcTi n
34paBHUTE aCUCTEHTU MOraT Aa M3BbPLUBAT MO Ha3HAYEHNE NN CaMOCTOSTESTHO.

5.6.2. AMATHOCTUYHO - JIEYEBEH AJITOPUTBM MNMPU MYKOBUCLMOO3A C
AOMUWHUPALLU BENOAPOBHU NPOABU

3a 30J1, Ha KouTO ca npeanMcaHn U OTNYCHaTU NeKapCTBEHUTE NPOAYKTU C MeXAYyHapoaHuU
HenaTeHTHU HauMmeHoBaHuA Tobramycin, Multienzimes, Dornaase alfa, Caphtor, Ivacaphtor,
Colistimethate sodium/Levofloxacin 3a gomawHo ne4vyeHne Ha MykoBucumpgosa (Kog Ha
6onect no MKB-10 — E84.0 - E 84.1) n gpyrn, 3annawanu ot H30K no Te3u kopose, ce
Aonycka NnocoYeHUTe riekapcTBeHU NPOAYKTU [a ce U3NOoN3BaT 3a NpoBeXAaHe Ha neyeHue
B 60NTHUYHM YCNOBUA NO BpeMe Ha XxocnuTanusaumsaTa Ha nuuara.



5.6.2.1. MPOTOKON 3A NEMYEHUE HA MYKOBUCLUMOO3A C OMUHUPALLUWN BENOOPOBHU
nPoABU NPU NMMLA OO 18 T.

2.2.1.1. KucnopoponeyeHne npu oOcCTpa UMM O0OOCTpPeHa XPOHUYHA AuxaTeriHa
HefoCTaTbYHOCT. TO € HEMPEKbCHATO, A03MPAHO U KOHTponupaHo. KoHTponupaHe ¢ nepuoanyHa
UM MOHUTOPMpPaHa NyNICOKCUMETPUS, OTPa3EHO B MeaAMUMHcKaTa AokyMeHTaums. KoHTponeH KA
Ao 60 MUH cneq 3ano4YBaHETO W U KOHTPONUpaHe crioped KIMHUYHOTO CbCTOsIHME B crieaBalumTe
[AHW 32 JOKYMEHTUPaHe NpoMeHMUTeE.

5.6.2.1.2. AHTUbaKTepuanHa Tepanus npu eksauepobauusa — cTtparterus :
2.2.1.2.1.CtapTtupa crneg B3emaHe Ha Mmatepuan 3a MMKpOBMONOrM4yHO nscnenBaHe
(cnoHTaHHa MW MHAyuMpaHa xpadka; Abf0OK MprieH cekpeT UM NPOMUBHM CTOMALLHW BOAM 3a
KbpmaydeTa 1 Manku geua, OpoHxo-anBeonapeH naeax )
2.2.1.2.2.M1360pbT Ha aHTMDaKkTepmanHa Tepanusa e cnopepg pesyntatute OoT nocregHarta
HannyHa aHTubuorpama; BbB3IMOXHA € TMNpOMsSAHA B XO4a Ha JleYeHMeTo CcbobpasHo ¢
HOBOMONYyYeHUTEe MUKPOBNOMNOrMYHN pesynTaTu
2.2.1.2.3. JleyebeH kypc - muHumym 10 gHuW, npenopbuntenHo 14 OHKU; C Bb3MOXHUTE
MaKCUMarHu QHEBHM 403N HA aHTMBaKTepManHuTe nekapcTBeHN CpeacTaa.
2.2.1.2.4. TNpenopbyBa ce kKoMomHMpaHa |.V. aHTnbakrtepmanHa Tepanusi.
2.2.1.2.5.lpn nevyeHne c aMMHOIMNUKO3MAN Cce NpenopbyBa €gHOKPaTEH OHEBEH MPUEM.
2.2.1.2.6. [JHeBHM 0031 HA aHTMOAaKTepuanHUTe NekapcTBeHM CpeacTaa:
Amikacin 15 mg/kg ; max- 1,5 ¢
Tobramycin 3-5mg/kg
Amoxicillin+clav.acid 200mg/kg ; max 12,09
Ceftazidime 150-200mg/kg max 12,0 g
Piperacillin + Tazobactam 300mg/kg max 12,09
Imipenem 60-100mg/kg max 4,0g
Meropenem 120mg/kg max 6,09
Aztreonam 150mg/kg max 12,0 g
Vancomycin 15-40mg/kg max 2,0 g
Teicoplanin HayanHa: 3x10 mr/kr 3a 36 Yaca, nogabpkawa 6-10 mr/kr/gHeBHO
Mpn Hanu4yne Ha NokasaHust MoraT Aa 6baaT M3NoN3BaHU N XMHONOHOBKU NpenapaTty KaTo:
Ciprofloxacin
Levofloxacin
unu Linezolid
2.2.1.2.7.HavyanHa emnupun4yHa aHTubakTepmanHa Tepanuss Npyu nunca Ha W30nupaH
NPUYUHUTEN:
Pexum 1 :
LledanocnopuH 3 unn 4 reHepauusd
Ceftazidime + Amikacin
Cefipime+Amikacin
Piperacillin/Tazobactam
Pexnm 2:
Meropenem ( Imipenem )
Meropenem ( Imipenem ) + Amikacin
MpoabmkaBaHe / 3ano4YBaHe Ha MHXaNaToOpHO neyveHue ¢ Tobramycin

Meropenem ( Imipenem ) + Ceftazidime
Meropenem ( Imipenem ) + Aztreonam
Piperacillin/Tazobactam + Amikacin

5.6.2.1.3. [lpyrn MeaMKamMeHTH :

2.2.1.3.1. KopTukocteponan: opanHu unu napeHtepanHu B gosa 1-2 mr/kr/24 yaca Ha aBa
npvema — npu npeLeHka 3a HeobxoaMMOCT ; Npy BPOHXO-NyNIMOHAanNHa acneprunosa

2.2.1.3.2. WHxanatopHu 6poHxoaunatatopu (B mumetuum ): Ventolin 0.5% B fosa 0.2
Mn/kr npes 4 unn 6 Yacosu MHTepBanu



2.2.1.3.3 UuxanaTtopHu cekpetonutuum: MHxanaumm c rhDNase (npu geua Hag 5 roguiiHa
Bb3pacT) 1-2 nbtn gHeBHO. 30 MUH. crned HebynmsaumsaTa ce npenopbyBa uanoTepannss Unm
MHXanauum ¢ xmnepToHnyeH pasteop Ha NaCl 3-4 nHxanauuu gHEBHO.

2.2.1.3.4 MNepopanHu cekpetonutnum: N-acetylcystein, Carbocystein

2.2.1.3.5 Kopekuusi Ha enekTporIMTHUTE HapyweHnsa /XUNoHaTpUeMUs, Xunokanemus/,
KakTO M Ha HapyLleHMATa B KNCENTMHHO-anKanHOTO paBHOBECKE.

2.2.1.3.6 MNpn HeOBXOAMMOCT KOPEKLMSI HA XUMOMPOTENHEMUSTA, aHEMUATA

5.6.2.1.4. ®nsmnoTtepanus :
Mpu ek3auepbauns ce NnpenopbYBAT ABa CeaHca AHEBHO.
[vxaTenHa rumHacTvka, NoCTypaneH ApeHax n nepkycus/smbpaums

5.6.2.1.5. MpoabmkaBaHe Ha NOCTOAAHHATa CyoGCcTUTYMpaLLa Tepanusa C NaHKpeacHU eH3uMun

5.6.2.2. MPOTOKON 3A NEYEHUE HA MYKOBUCLIMAO3A C AOMUHUPALLMX BENOAPOBHU
nPoOABU NPU NULUA HAL 18r.

5.6.2.2.1. AHTUbaKTepuanHa Tepanus npu eksauepobauusa — ctparterus :
2.2.2.1.1.CtapTunpa crnea B3emaHe Ha maTepuarn 3a MMKpOOMONOrM4HO n3cneaBaHe
(cnoHTaHHa nnu nHayumpaHa xpadka; bAJl )
2.2.2.1.2.11360pbT Ha aHTUGaKTepuanHa Tepanust € crnopeq pesynrtatute OT nocriegHaTa
HannyHa aHTubuorpama; BbB3MOXHA € MNpoMsAHa B Xoda Ha feyeHneto CcbobpasHo C
HOBOMOMNYyYEHUTE MUKPOOMOMNOrMYHN pesynTaTu
2.2.2.1.3. NeyebeH Kkypc - , MuHuMym 10 aHW, npenopbynTenHo 14 AHW; C Bb3MOXHUTE
MaKCUMarHu QHEeBHM 403U Ha aHTMBaKTepuanHuTe nekapcTBeHn cpeacTaa.
2.2.2.1.4. MNpenopbyBa ce kKoMmOmHMpaHa |.V. aHTnbakTepmanHa Tepanusi.
2.2.2.1.5.TNpwn neyeHne ¢ aMMHOMMNKO3MAN Ce NpenopbyBa eqHOKpaTeH QHEBEH MpUeEM.
2.2.2.1.6. [JHeBHM 0O3M HA aHTMOaKTepuanH1MTe NekapCcTBEHN CpeacTBa:
Amikacin 20mg/kg ; max- 1,5 ¢
Tobramycin 8-10mg/kg
Amoxicillin+clav.acid 200mg/kg ; max 12,0g
Ceftazidime 150-200mg/kg max 12,0 g
Piperacillin + Tazobactam 300mg/kg max 12,09
Imipenem 100mg/kg max 4,09
Meropenem 120mg/kg max 6,09
Ciprofloxacin 30mg/kg max 1,2g( p.o. npuem go 1,5-2,0 g)
Levofloxacin 750mg — 1000mg/gHeBHO
Aztreonam 150mg/kg max 12,0 g
Colistin 0,1-0,15 mun.egn. /kg
Vancomycin 40mg/kg max 2,0 g
Teicoplanin 20mg/kg
Linezolid 1200mg/aHeBHO

2.2.2.1.7.HavanHa emnupnyHa aHTubGakTepuanHa Tepanus npuv nuMnca Ha wusonupaH
NPUYUHUTEN:
Pexum 1 :
Ceftazidime + Amikacin
Ceftazidime + Ciprofloxacin
Cefipime+Amikacin
Piperacillin/Tazobactam + Amikacin

Pexwum 2:
Meropenem / Imipenem + Amikacin
Meropenem / Imipenem + Ciprofloxacin
unu



Meropenem / Imipenem + Ceftazidime
Meropenem / Imipenem + Aztreonam

Mpw n3onupaH NnpuynHMTEN — CbOOPA3HO M3CreaBaHETO 3a YyBCTBUTENHOCT
MpoabmkaBaHe / 3ano4YBaHe Ha MHXaNaToOpHO feyeHue ¢ Tobramycin

5.6.2.2.2. [pyrv MeanKaMeHTH :

2.2.2.2.1. KopTukocTtepongun opanHn Unm napeHTepanHu —npu nunca Ha nogobpeHne cneg
ontumanHa 10 gHeBHa aHTUBaKTepuanHa Tepanus; npu GpPOHXO-NyNMoOHanHa acneprunosa

2.2.2.2.2. NHxanatopHu 6poHxoamnartatopu (3 mumeTvnum), noaxogswim npyu ctaptupaHe
Ha domsnoTepanus

2.2.2.2.3. Cekpetonutuun: rhDNase wuHxanaumm 1-2 nbtn gHeBHo. 30MuH. creq
Hebynu3auuaTta ce npenopbyBa husmoTepanms

2.2.2.2.4. Tlpn yectn Texkn eksauepbaumm (MMyHOKONpPOMETMpaHW OGOnHK) MoXe aa ce
obcbam Tepanms ¢ Immunovenin 200-400mg/kg.

5.6.2.2.3.®n3smortepanus :
Mpwn ek3auepbaumsa ce npenopbyBaT ABa ceaHca AHEBHO.
MocTypaneH gpeHax u nepkycus/ Bubpaums

5.6.2.2.4. MpoabmkaBaHe Ha NOCTOsIHHATa CyGCTUTYyMpaLla Tepanus C NaHKpeacHU eH3NMK

6. MOCTABAHE HA OKOHYATENHA OUATHO3A.

KpuTepuu 3a okoHYaTenHara guarHosa:

1. HanwuumeTo Ha pe3ynTtaTtu OT ABYKPATHO NPOBEAEH MOTEH TECT CbC CTOMHOCTM Hag 60 mEq/I
MonoxuTeneH pesyntart OT reHEeTUYHOTO U3cneaBaHe

MoTteH TecT B cTtonHocTu Hag 30 mEQ/l n gokasana egHa mytauusa B CFTR reHa

EgHokpaTHO nonoxuteneH noteH tect (> 60 mEQ/l) + HanMume Ha KNUHUYHA CMMMATOMaTUKA
n/vwnn bammnHa obpemMeHeHoCT

rpown

7. AEXOCNMUTAINN3ALUA U ONPEOENAHE HA CINEOABONTHUYEH PEXUM.

MeaAMUMHCKO 3aKnw4yeHue 3a nunca Ha MeaAUMUUMHCKU PUCK OT NpPUKNnYvBaHe Ha
OONMHUYHOTO NeYeHMe Bb3 OCHOBA Ha OOEKTUBHU AaHHU 3a CTaOMNHO OOWO CHLCTOsIHME
(KHMHM‘-IHI/I/HapaKnMHMLIHM) U yTOYHEeHa OKOH4YaTeJilHa AnarHo3a, Kakto u:

1. Mpn mykoBncumnposa c 6enogpooHN NpoABY:

1.1. nogobpeHVe WnNu KNMHWYHO OBnagsiBaHe Ha ocTpata unu obocTpeHata XpoHM4YHa
AvxaTenHa HegocTaTbyHOCT, MO3BOMSIBALLM CMMpPaAHE Ha  KUCIOpOAOSieYeHUeTo; WM npu
3aabpkaHe Ha HeobXo4MMOCTTa OT MPOAbIKABaHE Ha KUCNOpPOAOSieYeHNeTo Mpu OocurypeHa
Bb3MOXHOCT 3a NpoBeXaaHe Ha NPOABLIMKUTENHO KUCNOPOAOeYeHe B A0OMa;

1.2. HamansiBaHe UM NpeMMHaBaHe Ha cMMNToMUTE U GenesnTe Ha ocTpa ek3auepbauns;
1.3. Bb3MOXHO NpoBexaaHe Ha nevyeHne B aMOynaTopHu yCroBus;
1.4. oby4deHne Ha 6onHUA 3a NpasBunHa ynotpeba Ha npegnucaHuTe NekapcTBEHU CPeacTBa;

1.5. nopobpsiBaHe npuv BB3MOXHOCT M CbCTOSHMETO Ha AuxaTenHarta cucTtema Ha
napametpute Ha KI'A n ®N[ 0o onTuManHuTe CTOMHOCTW 32 KOHKPETHUSA Cry4vau;

1.6. Bb3MOXHOCT 60nHMAT ga ce obcnykea cam Unu ¢ noMmoLuTa Ha 6nuskure.
2. Mpn MmykoBUCLUMAO3a C raCTPONHTECTUHANHN NPOSABU:

2.1. ocurypsiBaHe Ha KOPEKTHO JIeYeHME Ha YCNOXHEHMSITa Ha MyKOBMCUMAO3aTa CbrnacHo
anropuTbma;

2.2. npoeeneHo agekeaTHo ievyeHne C osnagdBaHe Ha OCHOBHUTE Cy6eKTI/IBHI/1 onnakeBaHuA,



2.3. KopeKuuns Ha NaTosIorM4yHO NPOMEHEHMW NoKa3aTenu;
2.4. 6onHUAT MOXe aa ce obcnyxBa cam UMM € NOMoLLTa Ha GrM3KuUTe;

2.5. Npu mMsnuMcBaHe Ha MNaumMeHTa 3agb/PKUTENHO ce um3sbpwea PN (3a nuua Hag 6-
rogvLlHa Bb3pacT);
2.6. oT3By4YaBaHe cumntommTe N 6eneanTe Ha ocTpa ek3auepbaumsi.

8. QOKYMEHTUPAHE HA NEMHOCTUTE NO KIMUHUYHATA MbTEKA

XOCMUTAIMU3ALUUATA HA TNMAUMEHTA ce pokymeHtTMpa B ,Hanpasnenne 3a
xocnutanusaums/nedeHne no ambynaropHu npouegypu® (6n. M3 - H30OK Ne 7).

OOKYMEHTUPAHE HA OUWArHOCTUYHO - JNIEYMEBHUA AJNITOPUTBbM - B “Uicmopus Ha
3abornsisaHemo”.

U3NMNCBAHETO/MPEBEXOAHETO KbM OPYro JIEMEBHO 3ABEOEHUE CE
NHOKYMEHTUPA B:

- “Ucmopus Ha 3abosisseaHemo”;

- vacrt lll Ha ,HanpaeneHne 3a xocnutanmsauus/nedeHme no ambynaTtopHu npoueaypu” (61.
M3 - H3OK Ne 7).

- enuKpusa — noslydaBa Cce cpelly nognuc Ha naumeHTa (poguTens/HacTorHMKa), OTpaseH B
nN3.

ODEKNAPALMA 3A WHOPOPMUPAHO CBINMACUE - nognucBa ce OT  nauueHTa
(poauTensa/HacTorHMKa) 1 € HepasaenHa vacT oT “Mecmopust Ha 3abornsieaHemo”.



NOKYMEHT Ne 4

WH®OPMALIUA 3A MAUMEHTA (POOUTENA /HACTOMHUKA/NMOMEYUTENSA)

Bue umate npaBo ga 6baerte nogpobHO MHopmMpaH 3a 3abonsiBaHETO CU M HeroBaTta
dasa.

Bue we 6baete nHdopmupaH 3a BCUYKM HEOOXOAUMM M3CneaBaHus, YTouHsBawm Bawarta
TOYHa OMarHo3a, 3a pUCKoBeTe, KOUTO Te KPUSIT U HauMHa MO KOWTO Ce M3BbPLLBAT.

Bue TpsbBa ga 6baeTte nogpobHO 3ano3HaT C HAaYMHUTE Ha NeyveHue Ha 3abonsBaHeTo Bu,
KaKTO M 33 BCUYKN Bb3MOXHW BpedHW Nocrneanum oT npunaraHeTo Ha MeaMKaMeHTO3HO fie4eHme.

Bcnukun n3bpoeHn no-rope passicHeHMs Hamart 3a uen ga Bu obesnokoar. Te uensat Bawara
NMbiHa MHPOPMUPAHOCT, 3a Ja MOXeTe [Aa B3eMeTe pelleHne aanuv aa npuemeTe npeanioxeHuTe
ANarHoCTMYHM 1 neyvebHn metoaw. MNpaBata Ha naumeHtTuTe B Penybnuka Bbnrapmsi cbrnacHo
AEeNcTBalWoTo B CTpaHaTa 3akoHodaTencTteo By rapaHTupaT cnegHuTe Bb3MOXHOCTHU:

— NMpaBo Ha gocTbn A0 MeaMUMHCKA MOMOLLL.

— MbnHa nHdopmauus.

— lNMpaBo Ha cbrnacue\npaBo Ha camoonpenensiHe, NpaBo Ha aBTOHOMMUSI.

— NpaBo Ha TanHa, u ap.

Bue cTte ¢ kncrosna pubpoasa.

lUle Bu 6bgaT wm3BbpLIEHW pasnUYHM U3CNeaBaHusl, BKMOYMTENHO M (OYHKUMOHAMNHO
n3cneaBaHe Ha [OWWAHETO, KPbBHO — ra3oB aHanmM3, OMOXUMWYHO WU3CNedBaHe Ha KpPbB,
MUKPOOMONOrMYHN, PEHTFEHOBU, KaKTO 1 BCUYKM OPYrX U3cnenBaHus, npn Heo6xoanmocT.

NeyeHneTo LWe BKMIOYBA: KOPTUMKOCTEPOUAW, AHTUOMOTULM, KUCITOPOAOSIEYEHUE, KAKTO M
Apyrn TepaneBTUYHU CPEeACTBa, 3a KOMTO we ObaeTte MHopmupaHu u we 6bvae B3eto BaweTo
cbrnacuve ga 6baaTt M3BbpLUEHMN.

Monum Bu ga npodeTeTre BHUMATENHO HanMUCaHWs MNO-4ONy TEeKCT W npu cbrnacue ga
noanuwlere.

1 o PP , KaTO MOI NnekyBall, Nekap U eKUnbT Ha CbOTBETHOTO 3BEHO Aa
noemar rpmxuTe 1 NieYeHMeTo Ha MOeTo 3abonsBaHe, OBACHEHO MM KaTO...........ccvevnerernennnnns..

Bele My 00sICHEHO, Ye B ANArHOCTUYHOTO YTOYHABaAHE N NeYyeHne Ha MoeTo 3abongaeaHe ca
npeasnaeHu cnegHuTe npouenypu

YBegomMeH/a cbM, Ye B Xoda Ha AMarHOCTMYHO-Ne4ebHMs NpoLec Most NeKyBall, fiekap Moxe
[a OTKpue ApYrn, pasnuMyHu OT 3abonsBaHETO MU HapylueHust B 3apaBeTo. AKO nocregHuTe
N3UCKBAT APYrn, pasnnyHu OT NnaHyBaHUTE MeToau, TO a3 yMbiHOMOLLaBaM MOsi NeKyBall, nekap
1 exuna, B KOWTO paboTu Aa rm n3sbpLuart.

CbrnaceH/a cbM (He CbM cbrnacen/a) ga 6bvaaT M3NoON3BaHU KPbB M KPBbBHWU NPOOYKTU B
MOETO IeveHue.

HasacHo cbm, 4ye He mora aa nony4ya NbJ1HU rapaHunmn 3a pesyntarta OoT Jie4eHUNEeTO.

HaacHo cbm, 4e npu HernpunaraHe Ha HeobX0ANMMOTO IeYeHune CcbllecTByBaT CEPUO3HU
puckoBse 3a MOETO 34paBe.

ObscHEHO MU e, Ye CbllecTByBa BEPOSITHOCT MpPW AMArHOCTUYHO-TepaneBTUYHUTE
npoueaypu 4a ce nosyyar YCroXHEHNS.



CbrnaceH cbM Aa 6bAaaT M3BbLPLUEHN BCUYKM HEODXOAMMM WU3CreABaHus U npoueaypu 3a
yCTaHOBSIBAHE Ha NPUYMHUTE NPU eBeHTyarneH HebnaronpuaTeH n3xoa oT 3abonsiBaHeTo.

O6sACHeHO MM €, Ye B X04a Ha ONArHOCTUYHMS NPOLIEC MOXE [a Ce HaNoXu N3BbpLUBaHE Ha
dunbpobpoHxockonua ¢ Len guarHosa u neveHme — gobmBaHe Ha CeKpeTu 3a MUKPOOMONornyHa
AnarHo3a, OTCTpaHsiBaHe Ha FHOMHW CEKPETU U KONEKLMM.

ObdacHeHa MM e HeobxoguMmocTTa da ce npoBexaa NMpyM HeobBXOAMMOCT NPOLbLIMKUTENHO
aHTUONOTUYHO NeYeHne, BbBeJEHO MO BEHO3EH MbT.

MpegoctaBeHa MU Oelle Bb3MOXHOCT [Oa 3adaBaM BbMPOCU OTHOCHO PUCKOBETE MU
OMacHOCTUTE, CBbP3aHW C npoueaypute (OMarHOCTUYHU U nedyebHu), kouTo e My b6baat
npunaradyu. CuymTam, 4e CbM MOMyYUnT OOCTaTbYyHO MHOPMauus, 3a Oa gam cbrnacue 3a
N3MON3BaHeTO UM.

Heknapupam, 4ye HacTosLwma popmynsip Mu 6e passicHeH, NpoYen CbM 0 U CbM HAsICHO CbC
CbAbpXXaHUETO My.

AKO pelinTe ga ce oTKaxeTe OT JfleyeHue, He MoxXe aa Bu ce Tbpcu OTroBOpHOCT. B Takbs
cny4yan obadve Bue HAMaTe OCHOBaHME Aa TbpCcUTe OTFOBOPHOCT OT NekyBawmsa Bu ekun.

Mons Bu ga nomMHUTE, Y€ BCUYKM HaluM OEWCTBUA Ca HAaCOYEeHW camMO KbM FpuKuTe 3a
BaweTo 3gpase.

Kakto Beue Bu e nssectHo, Bue ctpagarte oT xpoHn4yHa obCcTpykTuBHA 6enogpobHa Gonecr.
ToBa e 3abonsiBaHe Ha auxaTtenHute nbTuwa n 6enute apoboBe, KaTO OCHOBHO OnnakBaHe e
3aTpyAHEeHNeTo B AuwwaHeTo. ToBa € XpoHM4HO 3abonsBaHe, KOETO MOXe Aa nporpecupa u ga
Hanoxu npuemaHeTo Bu no cnewHoct B 6onHMua 3a neveHne. ToBa € HeOOXOAMMO, 3aLLOTO C
NpOBEXOaHOTO B [OMAalUHW YCINOBUSI NlEYEHME He BMHArm MoXe Aa Ce MOCTUrHE >KenaHuAT
pesynrart.

Bawunsat nekap e npeueHwn, 4Ye 3a Mo-HaTaTbWHOTO Bu neyeHne e HeobxoguMmo Aa
noctTbnuTe B GONHMUA, KbAETO Lie ObaeTe NekyBaHW B YCMOBMSITA HA CNELHO/WMHTEH3WBHO
oTAerneHue, Nopaan 3HaYNTENHO HapylueHaTa dpyHKuns Ha 6enusa Bu gpob.

MNpe3 BpemeTpaeHeTO Ha nepuoda Ha nedveHve Bue we TpsAbesa ga nposexaaTe
HasHayeHoTO Bu nevyeHve, Oa cnassBaTe MpeanuncaHUs pPexuM, KakTo M Oa cbobliaBaTe Ha
nekysaLLms By nekap BCUYKM Bb3HUKHAMNM ONnakBaHWUsA unu npobnemm, KOUTo cyeTeTe 3a BaXKHM.

Bawwmat npector B KNUHMKaTa Lie NPOabLINKM OO0 cTabunmsnpaHe Ha cbeTosiHmeTo Bu. Lle
By 6baaT M3BbPLUBAHM pasnUYHM u3crnenBaHuns, BKNIOYUTENHO M3cnesaHnsa Ha AULWAHETO, ra3oB
aHanmM3 Ha apTepuanHa KpbB, OWOXUMMYHO WM3CNedBaHE Ha KPbBTa, MUKPOBUOMOrMYHM
nscnenBaHvsi, PEHTreHoBO u3cnegBaHe Ha 6Genua [pob, Kakto M Opyrn  AOMbIAHUTENHU
nacnegBaHnsa npu HeobxogumocT. 3a Tax we Obaete AOMBAHUTENHO WHMOPMUPaHU npeau
cbrnacueTo By ga 6baat nssbpLUEHN.

BaweTo nedeHve e BKOYBA JIEKApCTBa, KOWUTO paswupsBarT AuxaTerHuTe nbTulla
(bpoHxogmnaTaTopn) U NOTUCKAT TAXHOTO Bb3naneHue (KOPTUKOCTEPOMAN), a ako ce NpeLeHn 3a
HeobxoaAnMO - aHTUOMOTUKK, KMCNopoad M Ap., 3a KOeTo e 6baeTe nHdopmmpaHu. Te wWwe 6baar
npunaraHn BEHO3HO, Mpe3 ycTaTa M 4Ype3 MHXanauuu, B 3aBUCMMOCT OT U3NCKBaAHUATa 3a BCAKO
KOHKPETHO NeKapCTBO.

Mo npuHumn Bawm 6nmM3ku moraT exegHeBHO Aa nocelwlaBaT KIMHMKATa, HO € XXenaTernHo
noceweHuaTa npu Bac ga 6bvaaTt npnbnmManMTenHo no egHo 1 CbLUo BpeMe 1 aa 6baat cbobpaseHun
C YCnoBusiTa B OTAENEHNETO, KbAETO CTE HACTAHEHN 1 Bb3MOXHOCTUTE Ha nekyeawmna Bu ekun.

Huve we cnegum BaweTo 30paBOCNOBHO CbCTOSAHME B MPOABbIPKEHNE HA Lenus Npecton oT
AeHs, B KouTo Bu npnemem B 6onHuuaTa, 4OKaTO CbCTOSIHAETO By ce nogobpu 1 cTaHe Bb3MOXHO
nanuceaHeTo Bu nnn Bre cam pewmnte ga ce oTKakeTe OT akTMBHO feYeHue.



KakBo Lie cTaHe cnep BalweTo noctbnBaHe B 6onHuuarta?

NekyBalwmaT Bu nekap e Bu nperneaa, pasnuTa v e HasHa4n Heobxoanmum nscrneasaHus,
KOMTO [0 TO3X MOMEHT He ca HanpaBeHMW Npean HacTaHsiBaHeTo By B oTaenenneto. Te moraT Aa
BKIIOYBAT M3cnensaHe Ha auwiaHeTo, EKI, peHTreHoBM 13cnensaHus, B3emaHe Ha npoba KpbB 3a
rasoB aHanus (OT apTepusi) u nabopaTtopHu nscrnenBaHus (OT BeHa), KakTo M OpyrM Heobxoammm
n3cneasaHus, 3a kouto Bue e 6baete MHPOpMMpaHn, ako ce Haroxu.

Cnep nbpBOHavanHaTta oueHka we Bu 6bae HasHaydeHO nevyeHue CbC: cpeacTtBa, KOWUTO
paswupsaBaT OpoHXUTE, KUCMOpPOA, MPOTUBOBB3NANUTENHW Mpenapatu, Kakto W Apyru
MeauKaMeHTH cnopen cbCTosiHneTo Bu. Ako cbetosiHneTo Bu He ce nogobpw, Bnowasarte ce unm
n3nuTeaTe AmxaTesiHa ymopa, MOXe a Ce HanoXxu npoBexaaHe Ha MexaHW4yHO nognomMmaraHe Ha
AuLaHeTo.

Mpn BCUYkKM cnyyamn oT Bac e ce ucka akTMBHO CbOENCTBME NPU B3eMaHe Ha BCSKO efHO
peLleHne no OTHOLIeHWe Ha nevebHuTe npouenypu. AKO MO BpeEMe Ha feyYyeHneTo noyyBcTBaTe
HENPUATHN CTPaHWYHU edbekTn, MOoXeTe Oa nouckate oT nekyBawms Bu ekun ga npeoueHu
CbCTOAHMETO Bn 1 CbOTBETHO Npu HYXXAa Aa Kopurupa feyYyeHneTo.

AKO MO BpeMe Ha fedeHneTo noxernaeTe a ro npekpaTtute, MoxeTe ga HanpasuTe ToBa Mo
BCSIKO Bpeme, 6e3 oa cTe AnbXHW Aa AasaTte obsacHeHus. Heobxogmmo e obade aa n3pasute ToBa
CBOE enaHve MUCMEeHO, KaTo C ToBa CWU AeWCTBME OCBOOOXOaBaTe reKyBallus ekun oT
OTroBOPHOCTTA 3a N0 HaTaTbLHOTO BW 30paBoOCNOBHO CbCTOSAHME.

AKO B TeveHMe Ha TOo3M NPecTol MMaTe KakBUTO U Aa € BbNPOCU OTHOCHO BMAa Ha
revyeHneTo, nscneaBaHuaTa unu npaeaTta By kaTo nauMeHT, UM ako cMaTaTe, Ye cTe Mony4mnu
yBpexaaHe, CBbp3aHO C NeYeHNeTo, Monsa obpblianTe ce KbM CBOSI UMW AEXYPHUSI fekap no
BCHAKO BpeEMe.

AKO pelunTe ga ce oTKaxeTe OT nedeHue, He Moxe fa Bu ce Tbpcu OTroBOpHOCT. B TakbB
cnyyan obaye Bue HsamaTe ocHOBaHME 4a TbPCUTE OTFOBOPHOCT OT NekyBalwmnsa Bu ekun. Monsa Bu
4a NOMHUTE, Ye BCUYKM HallK OENCTBUS ca Haco4YeHN caMO KbM rpukuTe 3a BawweTo 3gpase.



MH®OPMALIUA 3A POOUTENMUTE HA OETE C BPOOEHO 3ABOJIABAHE HA BPOHXO-
BENOAPOBHATA CUCTEMA (MYKOBUCLIMOO3A)

YBaxaemMun pogutenu,

BaweTto gete e ¢ BpoaeHo 3abonsiBaHe Ha 6poHxobenogpobHaTa cuctema.

BawwuaTt nekap e npeueHun, Ye 3a nogobpsiBaHe CbLCTOAHMETO W M3cneaBaHe Ha Baweto
aete, e Heobxoaumo npuemaHeto My B 6onHuua. MNpectoaT Ha geTteto Bu we npoabmku Ao
cTabunuanpaHe Ha HeroBoTo cbCTosAHMe. e My 6baaTr M3BbLPLIEHM pasnNUYHM M3cCreaBaHus,
BKMIOYUTENHO (PYHKUMOHANHO wu3crneaBaHe Ha guwaHeto (PU[), KpbBHO-rasoB aHanus,
OMOXMMUYHO M3credBaHe Ha KpbBTa, MUKPOOMOMOrMYHWM u3crnenBaHusi, peHTreHoOBO u3cnenBaHe
Ha 6enute gpoboBe, KaKTo 1 Apyru nacnegBaHus (Npyu HeobxoaMMocT).

JleyeHneTo LWe BKMOYBA fleKapcTBa, KOUTO LWe paswumpsiBaT AuxaTenHute nbTuwa,
KOPTUKOCTEpOMAMW, aHTUBNOTUYHO NeYeHre, KUCNOPOAOoneyYeHne n opyru TepaneBTUYHN CPeacTBa,
3a KouTO e ObaeTe npenBapuTenHO MHdopMMpaHu 1 we 6bae B3eTo cbrnacueto Bu ga 6vaar
N3BBPLLEHN.

[deTeTo MOXe fa ce noceliaBa caMmo OT ABamaTta poauTenu, KOMTO umaT npaBo Ha uanaTa
MHopMaumsa 3a 34paBHOTO My cbCTosiHMe. [pu pa3BoA, cBedeHve norydyaBa caMoO pPoAUTENT,
KOWTO topuanyeckn nma npaBa 3a rpwkun Hag geteto. [Npu Hanuyve Ha gete, YMWTO poauTenu
HAMaT ckniodeH Opak, npaBaTta BbpXy AETeTO Ce YyCTaHOoBABaT C €4HOBPEMEHHO MUCMEHO
cbrnacMe W [JaHHW 3a CaMOfMYHOCT Ha [ABamMaTta poauTenu, OTpa3eHO B UCTOpPUSA Ha
3abonsBaHeTo.

Bue exegHeBHO MOXeTe Aa nocellaBate OEeTETO CU B onpefernieHo OT fiekyBaluusa nekap
BpeMe.

CBepneHune 3a CbCTOAHMETO Ha BalweTo gete moxeTe fa nonyyaBaTe camo OT fieKyBalLns ro
nekap.

Hve we cneguMm 30paBOCNOBHOTO CbCTOSHME Ha BaweTto gete B npoabibKeHMe Ha Lenuvs
NnpecTon - OT AEeHs Ha npuemaHe A0 OeHs Ha manuceaHe. Cnen nogobpsiBaHe CbCTOSHMETO Ha
aeteto Bu, we moxe ga 6bae usnucaHo unu Brue cammn moxeTe aa pewwmnTe ga ce oTKaxeTte oT
6onHM4YHO NeyeHne Ha BalweTo geTe, koraTo noxenaeTe.

AKO no Bpeme Ha nedyeHueTo Ha BaweTto gete, noxenaete ga ro npekpatute, MoxeTte Aa
HanpaBuUTE TOBa MO BCSIKO Bpeme, 6e3 ga cTe ANbXHU da gaeate obscHeHus. Heobxognmo e
obaye Oa m3pasuTe TOBa CBOE >XeflaHMe NMUCMEHO, KaTo C ToBa CUM AEeWCTBME OcBObOXaaBaTe
neKyBallMsi eKkun OT OTFOBOPHOCTTa 3a MO HaTaTbLUHOTO 34PaBOCMOBHO CbCTOsiHME Ha BaweTto
aete.

AKO B TeueHMe Ha TO3W MNPecTonM umMaTe KakBMTO U Ja € BbMPOCU OTHOCHO BMAA Ha
neYeHneTo, n3cneaBaHuATa Unn npaesaTa Ha BaweTo gete kaTo NauMeHT, UM ako cmATate, ye
BaweTo gete e nonyyuno yBpexaaHe, CBbP3aHO C fieYeHmeTo, Mons obpbLianTe ce KbM nekaps
Ha BawweTo aete nnu gexypHus nekap no BCSKO BpeME.

AKO pelwunTe ga ce OTKaxeTe OT nedeHne Ha BaweTto gete, He Moxe ga Bu ce Tbpcu
OTroBOpHOCT. B TakbB cnyyam obade Bue HsamaTe OCHOBaHME Oa TbpcuTe OTFOBOPHOCT OT
nekyeauwms Bu ekun. Mona Bu ga nomHUTE, Ye BCUYKM HalK OENCTBUSA Ca HACOYEHU CaMO KbM
rpwxuTe 3a 3gpaBeTo Ha BaweTo gete.

KuctosHata pmnbposa e n3sectHa oLle kKaTo MyKOBMCLMA03a.

MykoBucumaosaTta € MynTMcucTeMHo obmMeHHo 3abonsiBaHe C aBTO30MHO-PELIECUBEH NMbT Ha
yHacneasasaHe. 3acdara ek3okpuHHuTe nesu. Nposisute Ha BonecTTa morat ga ce Habnogasat u
B peavua gpyrv opraHu n cuctemn. Han-cepmosHun ca nopaxeHusaTa B:

HdunxatenHarta n xpaHocMunartenHaTa cuctema.

XpPOHUYHM BPOHXONYNIMOHANHM Bb3NaneHnsi ¢ HapyLeH MyKOUMMASIPEH KIMPBHC.

MaHKkpeaT4Ha eK30KPUHHA MHCYPULMEHUUS.

MprumHaTa 3a Bb3HMKBAHETO Ha KUCTO3Ha hmnbposa e cneundudHa.

MykoBucumaosaTa e HacneacTBEHO reHeTUYHO 3abonsiBaHe. To ce NposiBABa, KOraTo YoBEK
yHacrneam oOT  KINWMHWYHO 3apaBuTe cu pogutenu 2 mytaumm (No egHa oT Bcekn) B CFTR
(,MykoBMCUMOO3HMSA") TeH. PuckbT 3a noBTOpeHue Ha 3abonsBaHeTo B MOKOMEHWeTO Mpu
cnepBawa 6GpPeMEHHOCT € 3aKOHOMEPHO MHOro BUCOK — 25%. [JokasBaHeTO Ha MyTaumuTte npwm
nauueHTa n pogutennte gaBa Bb3MOXHOCT 3a OLlEHKa Ha pUCKa B KOHKPETHOTO CEMENCTBO U Mpu
Onunskn popcTBeHMun. ToBa € eOuHCTBEHATa BB3MOXHOCT 3a M3BbpLUBAHE Ha Aopogosa
(npeHaTtanHa) gunarHoctuka cneg 11 cegmuua Ha OGpeMeHHOCTTa unuM npean MH BUTPO Npu



cnepBalla OpeMeHHOCT Npu pUcCKkoBUTE cemencTea. Ha BCUUKM ceMencTBa ¢ NOCTaBeHa gnarHosa
MyKOBMCUMOO03a, cneqj nornoXuteneH noTeH TecT, ce npegnara reHeTmyHa KoHcynTauusa u
JokasBaHe Ha MyTauuuTe. He pokassaHeTo Ha agete myTtaumm (B 10% oOT cemencrBaTta) He
OTXBbpPNs AMarHo3aTa MyKOBMCLMAO3a Crneq MonoXuTerneH pesyntart OT NpoBedeH AnarHoCTU4eH
NOTEH TecT.
YecTtoTtarta Ha 3abonsieaHeTo e 1: 3300 HoBOpoaeHu, a Ha Hocutenute 1:30.
eHbT, oTroBopeH 3a MykoBucLmMao3aTa e pa3nosnioXeH BbpXy AbAroTo paMo Ha Xpomo3oma
7(npomosom 7q31.2)m e narpageH ot 230 knnobaszanHu OBOWKK, 27 ekcoHa, onuncealum ce B 6 500
6a3n. WNsBecteH e nopg HammeHoBaHmeto Cystic Fibrosis Transmembrane Conduktor
Regulator(CFTR).OTroBopeH € 3a cuHTe3aTta Ha naToNornMyHo KoaupaH TpaHcMembpaHeH
perynatopeH 6entbk, HapedyeH CFTR-npoTenH. Bepurata my ce cbctom ot 1480 amMHOKMCENWHK
¢ monekynHo Terno ot 140 go 170kDa. Cvobpxka 5 gomeHa: gBa cermeHTa, KoMTo obxsBawiar
mMembpaHata Ha enutenHute knetkn (TM1,TM2), aBe UWTO30MNHWM HYKNEOTUOHW BPbL3KU
(NBF1,NBF2)u eguH perynatoteH R-gomeH. MpoTenMHBbT € curHanHo ynpaensem 6-8pS xnopuaeH
KaHan C nuHenHa XapaKTepucTMka Ha ToKa W HanpexeHueTo. YyactBa B perynauuara Ha
enuTenHusi MOHEH TpaHCMOpPT U B OOWWUTE Npouecu Ha kneTkata, Kato eHeprmeH obmeH u
anonTo3a e nokanuaupaH NnpeaMMHO B anvkanHata MmembpaHa Ha CEKPETOPHUTE eNUTESTHN KNEeTKMN.
CFTR-reHbT € ¢ ronsima BapuabunHocT. Mo HacTosiwem ca n3eectHn Hag 1000 mytauun,
OnarogapeHne Ha, KOMTO ce HabniogaBaT MHOroobpasHuTe naToNioroaHaTOMUYHU U
PYHKUMOHANHM WU3MEHEHMSI B  EK30KpUHHUTE Xnesu, 6Genute papoboBe, 4YepHuss [Opob,
raCTPOVHTECTUHANHNA TPaKT.
PuckbT ga ce poam GonHO geTte npu XeTepos3nrotHn pogutenn e 25%. 3a 3gpaBo gete
puckbT € 50%, a 3a xeTepo3nrotHo aete e 25%.
KnuHnyHaTta kapTuHa npu KMCTO3Ha ¢hmbpo3a e pasnuyHa npu pasnuyHUTE Bb3PacTOBU
rpynw.
1) Mpu paxgaHeTo:
MponoHrupaH nkTep.
MeKOHWYM NEPUTOHUT.
MekoHuym uneyc.
2) MNpe3 nbpBaTa rognHa oT XuBoTa:
damunHa aHaMHesa 3a CMbPT B paHHa AeTcka Bb3pacT Wnn 3a XMBU deua C NoAo6HU
CYMMTOMM.
XvnonpoTtenHeMusa-eaem.
XpOHMYHa XMMNoenekTponuTemMs, nopaam ManabcopCcunoHHNst CUHLPOM.
TonnnHHa npocTpaumsa u gexugpataums B ropeLlo Bpeme.
Hanopo6saBawy, To3u npu acuuT;6anoHnpaH Kopem,pekTaneH nponanc.
MacTpoesodarvaneH pednykc(l'EP).
UecTtu gedekaumm Hag 4 nbTU N3X0XOaHMS 3a AeHOHOoLLMeE.
3noBOHHO MupULLELL HeodOopMeH deLec.
XpOHuW4Ha gnapus.
HenapgpaBaHe Ha Terno.
lNepuopanHa unaHosa;nepcucTnpalla ynopura kawnvua n'"cempkaHe Ha rbpaute”.
Peungusmpalla nnm XxpoHm4Ha NHEBMOHMS.
3) B npegyuymnuiyHa Bb3pacrT:
Xenatomeranusi U HeOBUACHMMO YepHOoOpPOOHO 3abonsBaHe; XMMOENeKTPoNUTEMUS 1
MeTabonuTHa ankanosa.
XUNoToHWYHa aexuapatauus.
"Kpucrtanyeta con no koxata".
HeBuHaru e Hanuue nepuopanHa uMaHosa.
"BapabaHHu nanku n HOKTU TUM YaCOBHUKOBO CTHKIO".
MHuBarnnaums.
O6uvnHa n YyecTa gedekaumsa CbC 3N0BOHHA MUpU3Ma.
TexecT B enuracTpyma, npuapyxeHa ¢ donartyneHumsi nopagn mangurecumnsara.
Ab6gomuHanHa 6ornka, Yecto HanogobsiBalla 6onkaTa Npu OCTbP XMPYPrUYeH KOpeM.
TeHe3mu.
PekTaneH nponanc.
BbaBHO HaggaBaHe Ha pbCT M Terno.



XpoHu4Ha BpoHxmnanHa obCTpyKums.
MepcucTmpalla kawnuua, Han-4ecTo C NPoAYKTUBHA ekcreTopaums.
4) B yunnuwHa Bb3pacrT:
3axapeH gmabeT ¢ pecnupaTopHU CUMATOMM.
PekTaneH nponanc.
MaHKkpeaTuT.
[vcTtaneH nitectuHaneH obcTpyktuseH cuHapom (DIOS) —TEP.
XpOoHMYHa anapusi.
"BapabaHHun nankn" n HOKTU TUM YaCOBHMKOBO CTBKIIO.
BpoHxunekTasuu.
Peueausumpally NnHEBMOHUMW.
XPOHMYEH CUHY3UT-3acerHaT ca Han-4eCTo MaxunapHUTE CUHYCH.
HasanHa nonwvnoasa.
lNceoBoomMoHac aepyrmHosa B xpadka.
XpOHMYHa HeobsACHNUMa pecnMpaTopHa cUMNToMaTumKa.
5) B Mnaga u 3psana Bb3pacT:
HamaneHa depTUnHOCT Yy XXeHuTe.
CrepunureT y MbXeTe C a3ocnepmMus.
AcCTeHn4YeH xabuTyc 1 3abaBsiHe B CEKCyariHOTO pa3BuUTUE.
YepHogpobHa unposa ¢ nopTanHa XunepToHuS.
3axapeH gmabet, npuapyxeH ¢ 6enogpobHM onnakBaHuS.
MNaHkpeaTnTI.
"BapabaHHu nanku".
XpoHun4yHo 6enoapobHo 3abonsasaHe.

3a amarHosara KMcTo3Ha onubposa OCHOBHO 3HaYeHue UMar:

[MoBULLEHN CTOMHOCTM Ha XropuanTe B NoTTa.
KnuHnyHa cumnTomaTuka oT cTpaHa Ha 6enuTe apobose.
KnnHnyHa cumnTomMaTtmMka OT CTpaHa Ha racTPOMHTECTMHANHUSA TPakT, NaHkpeaca U 4YepHus
apo6.
damunHa obpemeHeHoCT.
Mpy HaANMUMETO Ha HSAKOMNKO OT KIMHUYHUTE NpuU3HauuW, ocobeHo npu koMbuHauuaTa um oT

raCTPOUHTECTUHAINHNA TPaKT U benute ,El,pO6OBe, 3adbIDKUTEINTHO Ce NMpaBu NOTEH TECT.

MoNOXUTENHNAT NOTEH TECT € cCuUrypeH meto 3a oka3BaHe Ha MyKoBMncLMAO03a.
JleueHneTo Ha 3abonaBaHeTO He e necHa 3agada. 3a e(bI/IKaCHO noBnnaBaHe KIMMHUKaTa Ha

3abonsiBaHeTo, 3a AOCTUraHe Ha Mo-AbNroTparHa pemmucus U No-4obpo KayecTBO Ha XKMBOT e
HeobxodyMMa KOMMMeKCHa, AbNroTpariHa 1 ednkacHa Tepanus, KoATo Aa aTakyBa eJHOBPEMEHHO
no-ronfiiMaTa 4yact OT CUMNTOMUTE OCOBEHO Te3u, KOUTO ca C paspyLUMTeneH edekT.



