K Ne 82.2 JMUATHOCTUKA HA JIULIA C METABOJINTHA
HAPYLLEHUA NPU NUUA NoA 18 rOoanHAU

1. MUHUMANEH BOJIHUYEH NPECTOW — 3 OHU

nPU AELUA

2.1. KOOOBE HA BOJIECT/ NO MKB-10

E41 AnumMmeHTapeH Mapasbm
TeXKo pa3CTPONCTBO Ha XpaHEHETO ¢ Mapas3bMm
He srmoyea: kBalumopkop npu mapasbvm (E42)

E43 TeXKo 6eNnTbUYHO-KaNnoOpPUNHO HedOXPaHBAHE, HEYTOYHEHO
OTOK OT rnagyBsaHe

3aTnbCcTaABaHE

He simoyea: agunosoreHutanHa gucrpocua (E23.6) nunomarosa:
¢ BI1Y (E88.2)
e bonesHeHa [bonect Ha Dercum] (E88.2)
cuHapom Ha Prader-Willi (Q87.1)

Opyru anemMuu, CBbp3aHu C XpaHEHETO

Broydea: MeranobnacrtHa aHeMusl, HEMoAAaBallla ce Ha fevyeHne ¢ BuTamuH B12 unu
donartu

D53.0 AHemusA, NPUYUHEHA OT GeNnTbYe€H HeAOUMbK
AHEMUS OT HEAOMMBK HA AMUHOKUCETNHM
OpoTtauuaypeiHa aHemMus
He srmoyea: CuHgpom Ha Lesch-Nyhan (E79.1)

Opyru pa3cTpoicTBa Ha eHAOKPUHHATA CeKpeuus Ha naHkpeaca

E16.0 MeaukamMeHTO3Ha xunornukemusa 6e3 koma
E16.1 [Opyru xunornukemMun

E16.2 Xunornukemusl, HeyTOYHEeHa

E16.3 [MoBuweHa cekpeuus Ha rrnrOKaroH

E16.4 AHOpMarnHa ceKpeuus Ha racTpuH

E16.8 [Opyrv yTOuHeHM pa3CcTPONCTBA Ha €eHOOKPUHHATA CeKpeLUA Ha NaHKpeaca

E66.2 EKCTpeMHO 3aTnbCTABaHe C anBeosilapHa XMNoBeHTUNauuA
CuHapom Ha Pickwick

E66.8 [Opyru cdoopmu Ha 3aTNbCTABAHE
BonecTHO 3aTnbCTsIBaHE
MeTtabonuteH cuHApPOM




Pa3cTpoicTBa HA OOMAHATA HA APOMAaTHUTE AMUHOKUCENUHU

E70.0
E70.1
E70.2

E70.3

E70.8

Knacuuecka peHUNKeTOHYpUs
Opyrv BupoBe xunepdeHunaraHnHeMun

PascTtpoictBa Ha OOMAHATA HA TUPO3UHA
AnKanToHypus

XuneptTupo3mHeMunsa

OxpoHo3a

Tupo3anHeMmns

TuposnHo3sa

AnduHN3BLM

AnBuHN3BLM:

e OYeH

e OYHO-KOXEH

CuHapom Ha:
Chediak(-Steinbrinck)-Higashi
Cross

Hermansky-Pudlak

Apyrm pascTponcTea Ha obMsAAHaTa Ha apOMaTHUTE AMUHOKNCENTUHU
PascTtpoiicTea Ha:

e 0OMAHAaTa Ha XUCTUAUHA

e obMaHaTa Ha Tpuntodana

Pa3CT90ﬁCTBa Ha OOMAHATA HA AMUHOKUCEJIUHUTE C pa3KrioHeHa Bepura u Ha MmacTtHuTte

KUCEJTMHU
E71.0 BonecT Ha “ypuHa KaTo KneHoB cupon”
E71.1 Opyru pascTpoicTBa Ha OOMAHATA HA AMUHOKUCESTMHUTE C Pa3KIOHeHa Bepura
XunepneBUUH-U30NEBUUHEMMUSA
XunepsanumHemusa
M3oBanepuaHoBa aunmaemms
MeTunmanoHoBa aungemMus
MNponuoHoBa aunaemus
E71.2 Pa3cTponCcTBO Ha OOMSAHATA HA AMMHOKUCESIMHUTE C Pa3KiIOHEeHA BEPUra, HeyTOUYHeHOo
E71.3 PascTtpoicTBO HAa OOMAHATA HA MACTHUTE KUCENUHU

AapeHoneskoaucTpodusa [Addison-Schilder]
deduuut Ha myckynHaTa KapHUTUH-NanMUTUNTpaHcdepasa
MuTOXOHAPWANHU U NEPOKCM3OMHM BONECTH
He exmnoyea: 6onect Ha Refsum (G60.1)
6onect Ha Schilder (G37.0)
cuHapoMm Ha Zellweger (Q87.8)

Opyru pascTpoucTea Ha OOMAHATa HA AMUHOKUCESTUHUTE
He exnoyea: OTKNOHEHUs1 OT HopMmarTa 0e3 usaseHo 3abonapaHe (R70—R89)

E72.0

pa3cTpoicTBa Ha:
e obMAHATa Ha apoMaTHUTE aMuHUokucenuumn (E70.—)
e obMAHATa HAa aMUHOKUCENUHUTE C pa3knoHeHa Bepura (E71.0—E71.2)
e obMsAHaTa Ha MacTHUTe Kucenuuu (E71.3)
e obMAHaTa Ha nypuHa u nupumuanHa (E79.—)
nogarpa (M10.—)
PascTpoicTBa HA TPAHCNOPTUPAHETO HA AMUHOKNCESTUHU
LiuctnHosa
LnctuHypusa
Cunapom Ha Fanconi(-de Toni)(-Debre)
Bonect Ha Hartnup




CuHapom Ha Lowe

He exnroyea: pascTpoicraa Ha obmaHaTa Ha TpuntodaHa (E70.8)

E72.1 PasctponcTBa Ha 0OMAHATa Ha cApPa-CbAbPXALWUTE AMUHOKUCETNTUHU

LinctaTnoHuHypus

XOMOUUCTUHYPUA

MeTnoHnHemuna

Hedwmuut Ha cynduTokcuaasa

He exnroyea: aepuumt Ha TpaHckobanamuH Il (D51.2)

E72.2 PascTtpoictBa B MeTaOONMUTHUA LIMKBIT HA ypeATa
ApruHuHemMus
APrMHUHOCYKLUUHOBA aumaypus
UuTtponuHemuna
XunepaMmoHUemmus
He eiunoyea: pascTpoicrea Ha oOMsiHaTa Ha opHUTUMHA (E72.4)

E72.3 Pa3scTtpoicTBa Ha OOMAHATA HA NMU3MHA U XUAPOKCUITU3MHA
nyTaposa aunaypus
XUapPOKCUNUINHE MUS
XunepnuanHemunsa

E72.4 PascTpoicTBa Ha OOMAHAaTa HA OPHUTUHA
OpHutuHemus (tun 1, 11)

E72.5 PascTtpoicTBa Ha OOMAHATA HA FMUUMHA
XunepxuapoKkCunponnHeMuns
XunepnponuHemua (tun I, 1)

HekeToHOBa XuneprimuuHeMns
CapkoanHemus

E72.8 [Opyru yTOYHEHU pa3sCTPOUCTBA HA OOMAHATA HA AaMUHOKUCESTUHUTE

PascTpoiicrea:
¢ Ha oOMAHAaTa Ha B-aMUHOKUCENMHUTE
¢ B Y-INyTaMUIIOBUSA UUKBLI

HenoHOCUMOCT KbM flakTO3a

E73.0 BpoaoeH HegOUMbK Ha nakrasa
E73.1 BTopuyeH HeJOMMBK Ha Nakrasa

E73.8 Opyrv BuOoBe HENOHOCUMOCT KbM JflaKTo3a

Opyru pascTpoiicTBa Ha O6MAHATA HA Bbraexuaparure

He sioyea: noBuULLIEHA CeKkpeLumnsa Ha rntokaroH (E16.3)
3axapeH guabet (E10—E14)
xunornukemuna bAY (E16.2)
Mykononusaxapugo3sa (E76.0—E76.3)

E74.0 BonecT Ha HaTpynBaHeTO Ha IMIMKOreH
CobpaeyHa rnmkoreHosa
bonecr Ha:

Andersen
Cori
Forbes
Hers
McArdle
Pompe
Tauri

Von Gierke




E74.1

E74.2

E74.4

E74.8

Hepoumbk Ha yepHoapobHa docchopunasa

PascTtpoicTBa Ha o6MAHaTa Ha (ppykTo3aTa
EceHunanHa dpykTosypusd

HegouMbk Ha dopykT030-1,6-andhocharasa
HacneacreeHa HENOHOCUMOCT KbM OPYKTO3a

PascTtpoiicTBa Ha OOMAHATA Ha ranakrosarta
Hepgoumbk Ha ranakTokMHasa
lanakTosemus

PascTtpoicTBa Ha OOMAHATA HA NUPYBATa U MMIOKOHeOoreHe3arta
HepoumbkK Ha:

e hochoeHonnupyBaTt KapOOKCUKMHA3a

- NupyBar:

e Kapbokcunasa

e JexugporeHasa

He skmouea: ¢ aHemua (D55.—)

Apyrv yTOYHEeHN pa3cTPONCTBA HAa OOMAIHATa Ha BbIrexuaparure
EceHuunanHa neHTo3ypud

Oxcanosa

Okcanypu4

PeHnanHa rnioko3ypus

PascTponcTBa Ha O6MAHATA HA C PUMHroNUNUANTE U APYIrU HAPYLIEHUA HA HaTpynBaHe Ha

nmnuaurte

E75.0

E75.1

E75.2

E75.3
E75.4

Manrnvuo3sngosa GM2
BbonecT Ha:

« Sandhoff

¢ Tay-Sachs

GM2 raHrnmosunpgosa:
e BOY

e NPy Bb3PACTHU

e IOBEHUIHA

Opyrv raHrnmosnaosu
FaHrnMosunaosa:

e BOY

e GM 1

e GM 3

Mykonunugosa IV

Opyru chuHronunuaosu

Bonecr Ha:

¢ Fabry(-Anderson)

e Gaucher

o Krabbe

¢ Niemann-Pick

Cungpom Ha Farber

MeTaxpomaTudHa neskognucTpodua

Hegoumbk Ha cyndpaTasa

He eknroyea: agpeHoneskoauctpoduna [Addison-Schilder] (E71.3)

CduHronunuaosa, HeyToYyHeHa

JlunodycumnHo3sa Ha HeBPOHUTE
Bonecr Ha:

o Batten

¢ Bielschowsky-Jansky

e Kufs




¢ Spielmeyer-Vogt

E75.5 Opyru pascTpoMCTBA HA HATPYyNBaHETO Ha NUNUAKN
LlepebpoTenanHo3Ha xonecreposa [van Bogaert-Scherer-Epstein]
Bornect Ha Wolman

Pa3cTpoicTBa Ha O6GMAHATA HA [MIOKO3aMUHOIIUKAHUTE

E76.0 Mykononusaxapuao3sa, Tun |
CuHapomMu Ha:
e Hurler
¢ Hurler-Scheie
e Scheie

E76.1 Mykononusaxapugo3sa, Tun Il
CuHapom Ha Hunter

E76.2 Opyrn mykononusaxapuaosu
HegoumMmbK Ha B-rnokypoHuaasa
Mykononusaxapugo3sa, tunose lll, IV, VI, VII
CuHapom Ha:
¢ Maroteaux-Lamy (nek)(TexbkK)
¢ Morquio(-nogo6eH)(knacnu4ecku)
¢ Sanfilippo (tun B)(tun C)(tun D)

E76.8 [Opyru pa3cTpoACTBa HA OOMAHATA HA IMTHOKO3aMUHOTTIUKAHUTE

Pa3cTponcTBa Ha OOMAHATa HA IMIOKONPOTEUHUTE

E77.0 DedekTn B nocTTpaHcnauMoHHara mogudukaums Ha IM3030MHUTE EH3UMU
Mykonunuao3sa |l [I-kneTbuHa 6onecr]
Mykonunuaosa lll [ncesgo- Hurler nonnancrpoduns]

E77.1 DedekTn B pasrpaxaaHeTo Ha rnKonpoTe UHUTE
AcCnapTunrnoko3aMmuHypus
dyko3ngosa
MaHHO3na03a
Cuwanuaosa [mykonunugosa ]

E77.8 [Opyru pascTpoMCcTBa HAa OOMAHATA HA IMHKONPOTEUHUTE

Pa3cTpoicTBa Ha O6MAHATA HA AMNONPOTEUHUTE U APYIU NUNUAEMUU
He sinoyea: chuHronunugosmn (E75.0—E75.3)

E78.0 Yucrta xunepxornecreponeMus
$bamunHa xmnepxonecreponeMmms
XunepnunonpoTtenHemua Ha Fredrickson, Tun lla
XunepbeTtanunonpotTenHemus
Xunepnunuaemus, rpyna A
XunepnunonpoTeMHEMUA ¢ NIMNONPOTEUHNU C HACKA NNBTHOCT [LDL]

E78.1 YucTta xuneprnuuepuaemMms
EHgoreHHa xvneprnvuepungemms
XunepnunonpoTtenHemua Ha Fredrickson, Tun IV
Xunepnunuaemus, rpyna B
XunepnpebeTanunonpoTenHemMus
XunepnunonpoTeMHeMUa ¢ NUNONPOTENHN C MHOTO HUCKA NbTHOCT [VLDL]

E78.2 CmMeceHa xunepnunuaeMus
OO0wwupHa nnu nnaeawa 6eTanMnonpoTenHe M1s
XunepnunonpoTtenHemua Ha Fredrickson, Tun llb unwu 1l
XunepbeTtanunonpoTemHeMusi ¢ npebeTanunonpoTenHemMmus
XuUnepxonecreponemmusi ¢ EHAOreHHa Xunepriomue puaemms




E78.3

E78.4
E78.6

E78.8

Xunepnunuaemus, rpyna C

TyGepo-epynTUBHA KCAHTOMA

Xanthoma tuberosum

He eiunoyea: LuepebpoTEHANHO3HA XonecTepo3a [van Bogaert-Scherer-Epstein] (E75.5)

XunepxunoMmUKpoHe MUA

XunepnunonpoTtenHemua Ha Fredrickson, Tun | unu V
Xunepnunuaemus, rpyna D

CwmeceHa xunepriamuepuaemMmms

Opymm xunepnunuaemum

HeaouMbK Ha NMIUNONPOTEUHU
AbeTanunonpoTenHeMusi

HegoumbK Ha MMNONPOTENHU C BUCOKA NITBTHOCT
XunoandanunonpoTenHeMus
XunobetanunonpotemHemus (pammunHa)

HegoumbKk Ha neyuTUH-XonecTepon-auunTpaHcgepasa
Tanxepcka 6onect

Opyru pascTpoMCcTBa HA OOMAHATA HA NIMNONPOTEUHUTE

PascTpoicTBa Ha O6MAHATA HA NypPWHA U NUPUMUAUNHA
He exnoyea: KaMbK Ha 6b6peka (N20.0)

E79.1
E79.8

KOMBUHUPAHU UMYHOHEAOUMBYHK pascTponcTea (D81.—)
nogarpa (M10.—)

opoTauungypuyHa adHemusa (D53.0)

nurmeHTHa kcepoaepmus (Q82.1)

CuHgpom Ha Lesch-Nyhan

Opyru pascTpoicTBa Ha OGMAHATA Ha NypPUHA U NTUPUMUANHA
HacnegcreeHa KCaHTUHYpUS

PascTpoicTBa Ha o6maHaTa Ha nopdupuHa n GunupybuHa

E80.0

E80.1
E80.2

HacnepagcrBeHa eputponoeTuyvHa nopcgpupus
BpoaeHa eputponoetuyHa nopcupus
EpuTtponoetuyHa npotonopdupua

Mopdupua kytaHea Tapga

Opyru nopdupun

HacneacrteeHa konponopdupua
Mopdupus:

o BLOY

® OCTpa UHTEPMUTEHTHA (YepHOapPOOHa)

Mpn HEODXOAMMOCT OT MaeHTUULMPaHe Ha NpUYKMHAaTa Ce M3MN0M3Ba AONbIHUTENEH KOA 3a
BbHLUHK Npu4nHK (knac XX).

PascTpolcTBa Ha MUHEpanHaTa oomsaHa
He sioyea: anMmeHTapeH HedOUMBK Ha MuHepanHu BewecTtea (E58—E61)

E83.0

E83.2

E83.4

pascTpoicTBa Ha napawmtoBuaHaTta xnesa (E20—E21)
HeaoUMBbK Ha BuTamuH D (E55.—)
PascTtpoicTBa Ha o6MAHaTa Ha MeaTa
Bonect Ha Menkes (6onecT Ha kbapaBuTe Kocu) (BoNect Ha CTOMaHEHUTE KOCK)
Bornect Ha Wilson

PascTpoicTBa Ha OOMAHATA HA LUUHKA
EHTeponaTeH akpogepmaTut
PascTpoicTBa Ha o6MAHaTa HA MarHe3us




XnnepmarHesemuns
XnnomarHesemmns

Apyrn paschoMCTBa BbB BOAHO-€NEKTPONNUTHMNA N aNNKaTHO-KNCE/NTUHHUA 6anaHc

E87.0 XnnepocmonapuTeT xunepHatpmemus

N3nnwbk Ha HaTpuit [Ne]
MpeToBapBaHe c HaTpuit [Ne

E87.8 Apyrn pascTtpoiicTBa BbB BOAHO-CO/NIeBOTO paBHOBecUue, HeknacuduumpaHum gpyrage
Pas3cTpocTBO Ha enekTpoONuUTHUA 6anaHc BAY
Xunepxnopemus
Xunnoxnopemunsa

Opyrn pasctpolicTBa Ha o6MsiHaTa Ha Bel,ecTBaTa

He Bk/toUBa: Xxmctmoumntosa X (XpoHuuHa) ~76.0)
Mpn Heob6XxO0AMMOCT OT WUAEHTUPUUUPAHE HaA /leKapCTBEHOTO CpPeACcTBO, Npean3BUKano
pascTpolicTBO Ha o6mMsiHaTa Ha BelwecTBaTa, Ce M3N0N3Ba AONbJAHUTENEH KO 3a BbHLHK
npuynHn (knac XX).

E88.1 Nnnopgunctpodua, HeknacuduumpaHa gpyrage
Nnnoaguctpodus 6AY
He BKk/tOUBA: 6onect Ha MMppto (K90.8)

E88.2 NlnnomaTto3a, HeknacuguumpaHa gpyrage
innomarto3a:
- BAY
e 60one3HeHa percuT]
E88.8 Apyrn yTouHeHW pa3cTpolicTBa Ha o6MAHaTa Ha BelwecTBaTa
ApeHonmnomaTto3a Ha “auno”5-Ben5awniie
TpumetTnnamumHypusa

KOOOBE HA OCHOBHW NPOUEAYPU

2.2. OCHOBHW ANWATHOCTUYHW NPOLUEAYPWU

KomMmniwoTbpHa Tomorpaumsa Ha MO3bK

KomniwoTbpHa ToMmorpadua Ha rnasa BAY
He BKMOUBaA: komnioTbLpHa Tomorpagua:
e Npun cnupanHa aHrnorpaduna (57350 [1966])
npu ckaHvpaHe Ha:

e rpbaeH kow (57001,57007 [1957])
+ unkopem (57001-01,57007-01 [1957])

e NMueBa KOCT U OKOJTIOHOCeH cuHyc (56030-00, 56036-00 [1956])

e CpeAHO yX0 nTtemnopanHa koct (56016-02, 56016-03, 56016-06, 56016-07
[1955])

» op6uta (56013-02, 56013-03 [1954])

e nuTyntapHa amka (56010-02, 56010-03 [1953])

56001-00 KomnioTbpHa ToMorpamusa Ha MO3bK

56007-00 KomMnioTbpHa ToMorpagus Ha MO3bK C MHTPaBeHO3Ha KOHTpacTHa MaTepus
KoMmnioTbpHa Tomorpadgusa Ha Mo3bk 6e3, cnef ToBa C BEHO3eH KOHTpacT



PeHTreHorpadgus Ha rnasa uau wus

He BK/MOYBA: Ha wueH rpb6Hak (58100-00 [1968])

57901-00 PeHTreHorpadwmna Ha yepen

BktouBa:  kansapuym
He Bkmo4vBa: uedanometpus (57902-00, 57930-00, 57933-00 [1967])
TakaBa Ha:
e MmactoumaHa kKoct (57906-00 [1967])
¢ OKONoHOCeH cuHyc (57903-00 [1967])
e NeTpo3Ha TemnopanHa kocT (57909-00 [1967])

PeHTreHorpadnsa Ha ropeH KpalHUK

57512-03 PeHTreHorpadmna Ha gnaH, NPpbLCTU U KUTKa

PeHTreHorpadgus Ha Tas

57715-00 PeHTreHorpadmna Ha Ta3s
Papgnorpadua Ha Ta3oB BXOA
He BK/MoYBa: paguorpadcka nensumeTpus (59503-00 [1981])

57712-00 PeHTreHorpadua Ha TasobegpeHa crtaBa

He BK/MOYBA: koHTpacTHa apTporpacusa (59751-00 [1985])
TakaBa Ha hemypHa wwuiika (57518-00 [1983])

Papgnorpadcdguna Ha goneH kKpamHUK

57518-00 PeHTreHorpadgumna Ha dhemyp
Pagvorpadus Ha 6egpo
He BK/MOYBA: TakaBa npu BbTpelwHa hukcaumsa Ha hemopanHa gpaktypa (57721-00

[1981])
57518-01 PeHTreHorpadmna Ha KONAHO

He BKMOYBA: nacnepBaHe KocTHa BBL3pacT Ha KONAHO U kuTka (58300-00 [1984])
57518-02 PeHTreHorpacua Ha nogbegpuua

YnTpa3ByK Ha rnasa v wuns

55032-00 Yntpa3ByK Ha WwWwus
He BKMoYBa: aynnekc ckaH Ha KapoTuaHu cbaose (BUxX 6nokose [1944] n [1946])

YNTpasBykK Ha cbpue

Exokapguorpadgpusa

BkmouBa:  takbB u3nbAHeH
n3nonsBanku:
e ManuMpaHe c uBeTeH MOTOK
e lonnep TexHUKN (NpoAb/XUTENHA BbAHA) (NMyncupawa BbHA)
* MeXaHWYHO CEeKTOPHO CKaHupaHe
* TpaHcatwcep ¢ @a3o0BO U3NbyBaHe
* C BUAeo 3anuc

55113-00 M-pexum 1 AByn3mMepeH ynTpa3BYK Ha Cbpue B peaslHO BpemMe
55036-00 Ynitpa3BykK Ha Kopem



Bkntousa: CKaHuMpaHe Ha ypuHapeH TpakT

He BkMouBa: kopemHa cteHa (55812-00 [1950]) Npu CbCTOAHUA, CBBHP3aHU C
6pemeHHocT (55700 [1943], 55729-01 [1945])

Aynnekc yntpa3ByK Ha MHTpaTtopakasHu nnn I/IHTpaaG,D,OMVIHaI'IHVI cCbaoBe

BknouBa: B-Tolle ynTpasBykOBO M3csnegBaHe W UHTerpnpaHo jonnepoBo M3MepBaHe Ha
NoTOK Ype3 cnekTpaneH aHanus

He BK/OYBA: TakaBa ¢ ManuMpaHe Ha KOoHAyuUT (55294 [1948])

55276-00 Aynnekc ynTpasByK Ha MHTpa-abAOMWHaANHMW, aopTa U UAMAYHN apTepun n/unn BeHa KaBa
MH EPMOpP U NNNAYHN BEHU

He BK/HOUBA: npu cbcTosHMSA, cBBbP3aHu ¢ 6pemeHHocT (55700 [1943], 55729-01 [1945])

55278-00 [Nynnekc yntpa3sByk Ha peHanHun W/Mam sucuepasiHu CbaoOBe
BkouBa: AynaeKc yntpa3ByK Ha:
* aopTa
* UAMayHu chbpoBe
« BEHa KaBa MHdepuop
He BK/MOYBA: npu cbcTosHMA, cBBLp3aHM ¢ 6peMeHHOCT (55700 [1943], 55729-01 [1945])

MarHMTHO pe3oHaHCeH o6pas

90901-00 MarHMTHO pe3oHaHCHa Tomorpadumsa Ha MO3bK
He BK/MOYBA: hyHKLUMOHANHO MArHUTHO Pe30HaHCHO M3cneABaHe Ha MO3bK (90901-09
[2015])

90901-08 MarHMTHO pe3oHaHCHa ToMmorpadmnsa Ha ApPYro MACTO

BknouBa: kpbsBocHa6asaBaHe Ha KOCTEH MO3bK

1932 M3cnepBaHnsa Ha ypuHarta

BkntouBa HAKOW OT cliefHUTE:

91920-02 MNKPOCKONCKO mn3cnenBaHe Ha ypuHa 3a Ky/siTypa M YyBCTBUTEJIHOCT
91920-03 M3cnepBaHe 3a afbyMUH B ypuHata. MnkpoanbymumHypus

91920-05 N3cnepBaHe 3a ypobunnHoreH B ypuHarta

91920-06 M3cnepBaHe Ha pH Ha ypuHa

91920-07 M3cnepBaHe 3a KeToTena B ypuHarta

91920-08 N3cnepBaHe Ha 3axap B YpuMHHa npoba

91920-11 M3mepBaHe Ha 6bOpeYvYeH KANPBHC B ypuHaTa

91920-13 M3cnepBaHe 3a amusiaza B ypuHarta

91920-14 M3cnepBaHe 3a 6enTbK B ypuHaTa

9192016 N3cnepBaHe 3a 6UNNMpy6buUH B ypuHaTta

91226-03 N3cnepBaHe 3a cBO6OAEH KOPTM30/a B ypuHa 3a OPraHMYHU KUCENNHMN

1863 [Apyrun HeonepaTUBHU M3MepBaHUSA

12533-00 BbrnepogHo mapkmpaHa ypes gunxarteneH TecT

BknouBa: n3mepBaHe Ha usgunwaH 13C02 nnmn 14C02 c
ninonseaHe Ha nepopaneH 13C wvnu 14C yped
3abenexka: nsnwsnHeH 3a:
noTBbpXAaBaHe KONOHMU3auusa Ha Hellcobactior pyton
MOHUTOpUpaHe Ha Tepanunsa 3a Hellcobactor pyton

92207-00 M3cnepBaHe Ha OCHOBHa O6MsHa

1849 Apyro mamepBaHe Ha gmxaTenHa yHKUMA

11506-00 Apyrn n3cnegeaHusa Ha gnxarenHata yHKUUsS-CMpoMeTpus



1923 AnarHoCTUYHMK TecTOoBe, N3MepBaHUA UAU U3CNefBaHUA, KPbB U KPbBOTBOPHW OopraHu

BknouyBa HAKOU OT cnegHuTe:

91910-04 KpbBHa KapTuHa - NOHe OceM WU/M NoBeye OT NOCOYEeHUTe nokasaTenun: XeMornobuH,
epuTpoumnTUN, NEBKOLUTU, XeMaTOKPUT, Tpombounutn, M ~, MCH, MCHC

nnum

91910-26 KANHUYHO-XMMUUYHN n3cnensaHma 3a ACAT

"

91910-27 KANHUYHO-XMMUUYHN n3cnensaHna 3a ANAT

"

91910-29 KANHUYHO-XUMUYHN n3cnensaHma 3a INT

"

91910-30 KANHMYHO-XMMNYHN n3cnenBaHna 3a ankanHa goccartasza (AP)

7]
91910-20 KAVMHWYHO-XMMNYHN n3cnenBaHus 3a Xxosiectepon

"

91910-23 KANHUYHO-XMMUNYUYHN n3cnegBaHnsa 3a Tpurnuuepuan

"

91910-22 KNAMHWYHO-XMMNYHN n3cnepsaHna 3a HAN-xonecrtepon
"

91910-25 KANHUYHO-XMMUYUYHN nU3CNeABaHNA 3a NUKOYHA KUCesIMHa
nnun

91910-33 KANHMYHO-XMMUNYHN n3cnenBaHuna 3a Hatpuih n Kanuii
91910-34 KNAMHUYHO-XMMUYHN n3cnenBaHna 3a Kanunii

91910-38 KAVMHUWYHO-XMMUYHN n3cnenBaHusa 3a xaopungn

nnun

13311-00 M3mepBaHe Ha ra3oBe Ha cMeceHa BeHO3Ha KPbB

nnun
91225-00 N3cnepsaHe Ha WHcynuH (1P1)
"

91225-01 N3cnepBaHe Ha C- nentug

"

91225-02 M3cnepBaHe Ha KOPTU30J/I0B PUTBM

1934 Opyrn nabopaTopHU nicnepgBaHus
92191-00 MonnmepasHa BepuxHa peakunsa 3a gokassaHe Ha COVIN-19
92191-01 TecT 3a oTKpuBaHe aHTureH Ha 3AP3-Co”2

2.3. OCHOBHW TEPANMEBTUWYHWN NPOUEAYPW

1824 Apyra oyeHka, KOHCynTauuns, UHTepBIO, U3cneaBaHe NN NpeyeHKa
96037-00 Apyra oueHkKa, KOHCynrtauma nnun oueHsBaHe

oL eHkKa }

KOHCcynTauunsa }

oueHsiBaHe } 6any

MHTEPBIO }

MpunoxeHue Ha papmakoTepanus

MpunaraHe Ha DapMakoO/OrMUHU areHTU CbC CUCTEMEH ed ekT
He BkMouBa: npunarave Ha:




* KPbB U KPBBHU NpoaykTn (Bux 6nok [1893])
* papmMaKko/iormMyeH areHT 3a:

e aHecTe3nna (Bux 6nokoBe [1333], [1909] n [1910])
MMyHM3aumna (Bux 6n1okose [1881] no [1884])

nokaneH e ekT (BUX MHAeKc: VHXeKTupaHe, No fokanusayunsa u
MHXeKTupaHe, no supgoBe, No fokanmsayms)

nopefeHve nNpu ekTonnyHa 6pemMeHHOCT (BUX 610K [1256])

nosepeHune npu 6onka (Bux 6n1okose [31] ao [37] n [60] ao [66] n [1552])

nepdysnsa (Bux 6nok [1886])

BakcuHauunsa (Bux 6nokose [1881] go [1883])
XNPYPrMyeckKko npuaaraHe Ha xmMmumoTepaneBTUYHM areHTu (Bux 610kK[741])

3abenexka: MocneaBawmnAaT CAUCBHK C NPUNOXEHNA e cb34afeH 3a ynotpeba ¢ kogoseTe OT 610K
[1920] NpunaraHe Ha hbapmakoTepanusa

96202-07 EHTepanHo npunoxeHue Ha papMako/ioOrMyeH areHT, XpaHUTE/NTHO BelwecTBO

MpunaraHe Ha KPbB U KPbBHU NPOAYKTH

13706-02 MpunoxeHne Ha onakoBaHW K/IETKN
TpaHcdy3na Ha:
s epuTpouLnTH
* OnakoBaHMW KNeTKu

* YepBEHWN KPBbBHWU K/ETKN

92062-00 MpunoxeHune Ha Apyr cepym
TpaHcdhy3na Ha:
*anbyMmunH
ennasma (NnpsAcHo 3ampaseHa) (PPP)

92064-00 MpunnoxeHue Ha APYTr KPbBEH NPOAYKT
TpaHcdy3nsa Ha:
* KPbBHUW 3aMecTUTeNMn
* rpaHysiounTmn

MHTpaBeHO3HO NpuUaoXeHne Ha CbapMaKOI'IOFI/I‘-IeH areHT, XpaHNTe/N1THO BewWwecTBO

MHTpaBeHO3HO NpUAoOXeHWe Ha dhapMaKo/IOTMYeH areHT, eNIeKTPoOnT

MHTpaBeHO3HO MPUIOXEHWE HA papMaKoNIOTMUYeH areHT, ApYr U Hecneundguyer

hapmMakonornueH areHT

96200-09 MOAKOXHO NPpUNOXeHNne Ha papmMakoNornyeH areHT, APYr n HecneunduyeH
thbapmakonormyeH areHT

96197-09 MyYCKYNHO NpunoxeHme Ha papmMakonormyeH areHT, ApYyr n HecneunduyeH
apMakonormyeH areHTt

M3nckBaHe: KnunHMyHaTa nNbTeka Ce cuyMTa 3a 3aBbpllieHa, ako ca MNPUIOXEHUW W OTYETeHU Tpu
OCHOBHW AMarHOCTUYHW, OT KOWUTO 3aAb/IXUTENIHO efHa OT noco4vyeHuTe B 6Nn0K 1923 ”n egHa OCHOBHa
TepaneBTM4YHa npoueaypa, nocoyeHn B Tabnmua Kogose Ha OCHOBHUW npoueaypu.

Camo 3a gnarHosa c kog E66.8 ce gonycka npunaraHe m ot4yntaHe Ha ABe OCHOBHU AUWATHOCTUYHU W
elHa OCHOBHa TepaneBTMYHa npoueaypa.

OcHoBHa npouegypa 92191-00 vnam 92191-01 ce ocbuw,ecTBABaA NpM HEOBXOAUMOCT U ce nNpunara npu
AnarHoctuumpaHe Ha COVIN-19. Ta3nm npouepgypa ce uM3BbpwBa NPU nNokKasaHUA W ce oTyuTa KaTo



AOMBbIHATENHA AMArHOCTMYHA npoueaypa KbM APYrUTEe AMArHOCTMYHWM NPOLEAYPU, MOCOYEHM BbB BCEKM
ANAarHoCTUYHO-neYebeH anropuTbM Ha CbOTBETHATA KIMHUYHA MbTekKa.

4. yCNnoBUA 3A CKNIOYBAHE HA OOroBOP 1 3A USNBINHEHUWE HA KIIMHAYHATA NBbTEKA

KnuHuyHata nbTeka BKHOYBA OAEMHOCTU M YCIyrM OT obxBaTa Ha MeOMLMHCKATA CneuuanHocT
"[leTcKa eHOOKpPUHONOrnA", ocCbllecTBABAHA HAa TPETO HUBO HAa KOMMNETEHTHOCT, CbIfIACHO
MeauUMHCKN cTaHgapTt "lMegumatpma”, B o6xBata Ha MeOuUMHCKATa cneuwanHocTt 'lMeguarpusa’,
OCblecTBABaHA HA TPETO HUBO HA KOMMNETEHTHOCT, CbIMAacHO MeaAULUUHCKKN cTaHaapT "MeguaTtpua”.

a) SA0BIDKNTEJTHN 3BEHA, MEAUMUMWHCKA ANAPATYPA U OBOPYABAHE, HAJIMMHU N
PYHKUMOHUPALLUUN HA TEPUTOPUATA HA JIEMEBHOTO 3ABEOEHUE, USNBIIHATEN HA
BONMHNYHA NMOMOLL,

JleuebHOTO 3aBegeHMe 3a GOMHWUYHA MOMOLL MOXE Aa OCUTYpU 4Ype3 AOroBOp, BMEHEHWTE KaTo

3a4biKMTENHM 3BEHa, MeJMUMHCKa anapaTtypa u obopyaBaHe, u C Apyro neyebHO 3aBejeHue 3a
U3BBbHOONHUYHA MM BOMHUYHA NOMOLL, PA3NONOXEHO HA TepUTOpMATa My M uMaLlo gorosop ¢ H3OK.

3aabnxuTenHo 3BeHo/MeaULIMHCKA anapartypa

1. KnuHuka/otaeneHue no getcka eH4oKPUHOMOrns
nnu
KnuHuka/otaeneHue no neguarpus

2. Knunnuna naboparopusa Il unu lll HUBO, BKN. U3BBbPLUBAHE HA XOPMOHANHM
uscneaBaHns

3. CtpykTypa no obpasHa AMarHoCTMKa — PEHTIEHOB anapar 3a cKonus u rpacus
4. Exorpadhcky anapat C Bb3MOXHOCT 3a U3CneaBaHe Ha WUToBuaHaTa xnesa

B cnyyauTte, korato ne4yebHOTO 3aBefeHWe 3a OONMHUYHA NMOMOLL, He pasnonara CbC COOCTBEHA KMUHUYHA
naboparopusi, TO cneaBa ga OCUTYpU OCbLLLECTBABAHETO Ha AENHOCT MO KNuHM4YHA nabopatopus oOT
CbOTBETHOTO HMBO, OMpeAeneHo C HacTosWMa CTaHAapT, MO AOrOBOP CbC CaMOCTOATENHa MeauKo-
AnarHoctuyHa naboparopusi UnK ¢ KNUHMYHa nabopaTopus — CTPyKTypa Ha apyro neyvebHo 3aBeaeHue. B
Tesu cnyyam nabopaTopusTa, C KOSTO € CKMoYeH AOroBOPLT, creaBa aa Obae pasnonoxeHa B e4Ha U cbLua
crpaga ¢ 6onHuuaTa unu B paMmkuTe Ha 6onHuyara. C goroeopa 3aabimkKUTENHO ce obesnevaBa 24-4acoBoO
OCblLeCTBABaHe Ha AeWHOCTUTe NO KNMHMYHA nabopaTopusi 3a HyXAuTe Ha CTpykTypata no
eHgokpuHonorusa u 6onectn Ha obmaHara.

SAABbIDKUTENNHN 3BEHA, MEOUWLUMHCKA ANAPATYPA U OBOPYOBAHE, HEOBXOOAMMWU 3A
M3NBbJIHEHME HA AJNIFNOPUTBbMA HA NbBTEKATA, HEHAJIIMMHW HA TEPUTOPUATA HA
JIEMEBHOTO 3ABEOEHUE, USNBJIHNTEN HA BOJIHUYHA NMOMOLL

NeuyebHoTO 3aBeaeHMe 3a GOMHMYHA MOMOLL MOXE Aa OCUIypU AEWHOCTTa Ha CbOTBETHOTO
3a4bIMKUTENHO 3BEHO YpPE3s AOroBOP C ApYro nevyebHo 3aBedeHNe HA TEPUTOPUATA HA HACEMEHOTO MSCTO,

KOETO OTroBaps Ha U3UCKBaHKUATA 3a anapartypa, oGopyasaHe u cneuuanucti 3a Tasu KM v uma 4orosop ¢
H3OK.

3agbmKuTenHo sgeHo/MegULIMHCKA anaparypa
1. TaBopatopus no UMyHONOrms
2. KT/MPT
3. Nabopatopus/oTaeneHne no KIMHUYHA NaTtonorus
4. MukpobuonornduHa naboparopusa Ha TepuTopudara Ha obnacrtra

6) HEOBXOAMMKU CNELUMANNCTU 3A USNBJIIHEHME HA KIMHNYHATA NBbTEKA.

- Niekap CbC CNeumManHoCT AeTCKa eHAOKPUHONOrusl u bonectu Ha obMsiHaTa

- €WH U NpuTexxasall kBanudukauusa no exorpadusa Ha LMTOBUAHA Xne3a

nnu

B oTAeneHue/knuHuka no neauatpus lll HUBo

- yeTupMma nekapu ¢ npusHaTta cneuuanHocT no neauaTpua u Hanuyuue B neyvebHOTO 3aBeaeHUe
Ha cneunanuct nNo eHAOKPUHONOIUS UK AETCKa eHAOKPUHONOIUS ¢ kBanudukauus 3a exorpadusa Ha
LMTOBUAHA XKNe3a; - Nekap CbC CneyuanHocT KNMHUYHaA naboparopus.

- fiekap CbC CneumnanHocT no obpasHa AMarHOCTUKA.



5. UHONKALIMA SA XOCMUTANTIM3ALIMA N NEYEHUE

DeriHocTUTE M ycnyruTe B 06XBaTa Ha Ta3u KITMHMYHA N'bTEKa Ce OCbLiecTBABAT He3abaBHO Unu ce
nnaHupar 3a u3nbfiIHEHUE B 3aBUCUMOCT OT Pa3BUTUETO, TEXECTTa U OCTPOTaTa Ha CbOTBETHOTO
3abonsaBaHe u onpeaenieHUA AMAarHoCTUYHO-NevyebeH nnaH.

a) UHOUKALIMKU 3A XOCIMUTATNTUSALINA.

MbpBOHAYanHoO AMArHOCTUMHO YTOUHSIBAHE, OMpejdensiHe Ha TepaneBTUYHOTO MOBEAEHUE U
3ano4ysaHe Ha neveHue Ha DONHU CbC CbMHEHUE 3a MeTabonuTHO 3abonsaBaHe:

+ XunoanbymmHemua(cepymeH andymuH noa 35 r/m) npu ManHyTpuuua.

* TexXXbK aHEMUYEH CMHAPOM NPU ManHyTPULMS.

+  Xunokanmemus npyu ManHyTpULms.

+  Texka ManHyTpuyms:

- npu Bb3pacT noa 18 roannHu - Terno 30% nog CbOTBETHOTO 3a pbCTA.

+ [lauymeHTtn oo 18 roguHKU CbC 3aTNBLCTABAHE U CBPBLXTEINO C MHAEKC Ha TenecHa maca /BMI/ Hag
95 nepceHtTun unu noA 19, yCrnoXHEHO CbC CbPAEYHO-CbA0BU, ANXaTENHU U/MnNu MeTabonuTHO
— EHAOKPUHHW HapyLLEHUS.

* [lauMeHTn ¢ XPOHWYHA ManHyTpUUMSa - CnegoneparuBHa NpU CTPUKTYpa Ha XpaHonpoBoaa,
ractpo-, EHTEPO- U KOJNIOCTOMA, CbCTOSIHUA HA CTOMAaLLUHA UMW YpEBHA pPe3ekums; BPOAEHW UMK
npuaobuTM aHOManuu Ha xpaHocMunaTenHara cuctema; (MHAEKC Ha TenecHa maca - BMI noa
19 kr/m2, 3aryba Ha Terno Hag 5% B nocneaHuTe 1-3 Meceua, HamansiBaHE Ha XPaHUTEMHUS
npuem ¢ 25% u noBe4ve OT TO3M Ha npegwecreawaTta ceamuua, obul cepymeHn 6entwk noa 60
r/n, cepyMmeH andymuH nog 35 r/n).

6) AMAFHOCTNYHO - NIEYMEBEH AJTTOPUTBM.

B3semaHeTo Ha BuonornyeH matepuan 3a Meauko-quarHoCTMYHU U3CneaBaHus Ce U3BbpLLBa A0 48
yac OT Ha4yanoto Ha xocnutanudaumdara. KT u MPT — go 3 geH OoT noCTbnBaHeTo. Pagnon3oTonHu
u3crneaBaHus, ABOMHA €QHOEHEePruiiHa peHTreHoBa abcopOLUMOMETPUSA UNU PEHTTEHOBO AEHCUTOMETPUS
ce u3BbpwBat A0 3 AeH OT nocrbnBaHeTo. ObBpasHu uscneaBaHuus, exorpadua w/mnu uoncust Ha
napalmMToBUaHA Xne3a — A0 72 4yaca OT NOCTbNBAHETO. KOHTPOMHU KNMMHUKO — nabopaTtopHu u obpasHu
u3crneaBaHusi ce NpoBexaaT A0 Kpasi Ha 6O0NHUYHMSA NPECTOMN.

JIEMEHME HA MANTHYTPUUUA NPU NAUMEHTU HA Bb3PACT NOA 18 TOAVHU

JleueHneTto Ha nbpBUYHKUTE OpMM HA OenTbyHO-eHepruinHata mannyTpuuyua (BEM) e
AWETUYHO, @ Ha BTOPUYHWUTE €AHOBPEMEHHO C€ MPOBEXAA NeYEeHUEe Ha OCHOBHOTO 3abonsBaHe crej
HEroBOTO YTOYHABAHE.

B Hauyanoto Ha NEYEHMETO € MOKAa3aHO YacTU4YHO MapeHTepanHo XpaHeHe, BUonpPoAyKTM
(usnocTHa KpbB, NNasma, XymaH-andymMmuH).

JueToneyeHmeTo ce NpoBexaa B ABa eTana:

Mbpeu eman — onpegensHe Ha ToMNepaHca KbM xpaHa. 3anodsa ce ¢ MUHMMAarHO KONMYECTBO
— 0kono 50% o1 HopMaTa 3a Bb3pacTTa u cneg crabunuaupaHe Ha TerfioBHaTa KprMBa KONMMYECTBOTO XpaHa
MOCTENEHHO Ce yBenuyaea. EguMHCTBEHATa XpaHa € MMAAKO — KbpMa, XMAPONU3MPAHO, COEBO WM
HUCKOMAaKTO3HO.

Bmopu eman - ycuneHo 6enTbYHO xpaHeHe. [0CTENeHHO Ce yBENMYaBa BHOCA HA EHEPINS U
Oentbum. OBeMbT Ha XxpaHaTa ce yBenuyasa NnoCTENEHHO A0 NpenopbyaHus 3a Bb3pactTta, a bentbuute
0o 2,5 - 3,5 r/kr terno/244. EaBa cnej ToBa ce BbBeX4aT OCTaHanuTe xpaHu, noAxoasLumM 3a Bb3pacTTa.
Mpn HEOOXO0AMMOCT 3@ NOCTUraHe Ha ONTUMArIEH EHEPIMEH BHOC € AONYCTUMO MOACNAXKAAHE HA XpaHuUTe
¢ 3% nosede OT NPENOPBLYAHOTO (3a KbpMmadeTa U Marnku geua).

Mpu no-ronemu geua morat Aa ce u3non3saT roTOBU CTaHAAPTU3MPAHN EHTEPAnHW XPaHUTENHM
CMeCH.

JonbnHUTENHO CE& BHACAT MUKPOrpaHynupaHu MNaHKpeacHW npenapaTtu, MNOMMBUTaMMUHU,
MUKPOENIEMEHTK, XKEMNE3HU npenaparu.

TEPAMNEBTUYEH Noaxon NP YCNOXHEHO BOJIECTHO SATINbCTABAHE MNMPU
NALMEHTW OO 18 TOAULUHA BBb3PACT

JleueHne Ha 3aTNbCTABAHE C XMMNEPUHCYIIMHU3BM
CbcTraBsHe Ha MHAMBUAYaneH XUnokanopueH ANETUYEH PEXUM.
OnpeaensaHe Ha nHauBuayaneH nnax 3a JIeK.
MeaukamMeHTO3HO neveHme ¢ MeTopMUH — NPU UHAUKALMK.
JleueHue Ha 3aTNbCTABAHE C HAPYLIEH MMIOKO3eH ToNepaHc
CbcTaBsHe Ha MHAMBUAYaneH XUnokanopueH AMETUYEH MNax.
OnpeaensaHe Ha nHauBuayaneH nnax 3a JIeK.



MeaukameHTO3HO neveHne ¢ MeToOpMUH — NPU UHAUKALMK.

JleueHue Ha 3aTNbCTABAHE C apTepuanHa XunepToHuA

CbCTaBsHe Ha MHAMBMAYANEH XUMOKANOPWUEH AMETUYEH PEXUM C PEAyKUUSA Ha HaTpPUEeBMUS
xnopua.

OnpeaensHe Ha nHauBuayaneH nnax 3a JIoK.

MeaukameHTO3HO NeYeHne C aHTUXMNEPTEH3UBHU CPEACTRA.

JleueHue Ha 3aTNbCTABAHE C XMNepPNUNUAeMuaA

CbCraBsHe Ha MHAMBUAYAaNEeH XUNOKanopueH ANETUYEH PEXUM.

OnpeaensHe Ha nHauBuayaneH nnax 3a JIoK.

6. NOCTABAHE HA OKOHYATEJIHA OUMATHO3A.
OKoHYaTenHaTa AuMarHo3a ce MOCTaBsA CrNopej aHaMHECTMYHUTE [aHHW, KIMMHUYHATa KapTuHa,
BUOXUMUYHUTE, UHCTPYMEHTANHN, PYHKLUMOHANHU U 06pa3Hu U3cneaBaHus.

7. AOEXOCMUTANU3AUUA N ONPEAENAHE HA CNEOBONHNYEH PEXXKUM.

KoHTpon Ha 34paBHOTO CLCTOSHME Ha NauuMeHTa M MEAUUMHCKO 3aKMo4YeHue 3a nunca Ha
MEOULMHCKU PUCK OT MPUKMOYBaHE Ha OOMHWYHOTO NeYyeHWe Bb3 OCHOBA HA ODEKTMBHM AaHHW 3a
cTabunuanpaHe Ha CbCTOSIHMETO (KITMHUYHW/NAPAKNUHUYHW) K:

MeaULMHCKN KpUTEPUM 3a AeXOCnUTanu3auma:
- AWNAarHOCTUYHO YTOYHSIBAHE;
- KOPEKLUMS Ha XXM3HEeHWUTE nokasaTenu;
- cTtabunuanpaHe Ha KNMUHUYHOTO CLCTOSAHME;
- onpeaensiHe Ha TepaneBTUYHOTO NMOBEAEHUE U XUTUEHHO-AUETUYHUSA PEXUM.

8. OOKYMEHTUPAHE HA AEMHOCTUTE NO KNMHUYHATA NHTEKA
XOCMUTAJTIUSAUMNATA HA NALUMEHTA ce gokymeHTupa B “Ylcmopus Ha 3abonsaeaHemo” (N3) n B 4act
Il Ha “HanpaeneHue 3a xocnumanu3auyusa” - 6n. M3-H30K Ne7.

OOKYMEHTUPAHE HA QOWATHOCTMYHO - JIEMEBHUA ANTOPUTBM - B “Mecmopuss Ha
3aboniseaHemo”.

M3NNCBAHETO/NMPOBEXOAHETO KbM APYIO NIEMEBHO 3ABEAEHVME CE OOKYMEHTUPA B:
- “Ucmopus Ha 3abonseaHemo”;

- vacrt lll Ha “HanpasneHue 3a xocnumanu3sayusa” - 6n. M3-H30K Ne7;

- enuKpu3a — nony4vasa ce cpeLly noanuc Ha nauueHTta (poauTensa/HacTonHKuKa), otTpaseH B U3.

DEKNAPALIMA 3A UHPOPMUPAHO COBITIACUE (OokymMeHT NO........ccccomvreeecenn ) — noamucea oT
nauueHTa (poauMTena/HacTOMHUKA) U € HepasaenHa YacT oT “Memopus Ha 3abonseaHemo”,

AOKYMEHT Ne 4
WH®OPMALNA 3A NALMEHTA (POAUTENSA /HACTONHUKA/MOMEYNTENS)

HepoxpaHBaHe (ManHyTpuUmMs) MMa TOraea, Korato 3a U3BECTEH Nepuoj OT BPEME HYXXOWUTE Ha
opraHmama oT eHeprus u rpaguBHU MaTepuanu He ca Ounu NOKpMBaHU OT NpuemMaHaTta xpaHa. lNo-crapure
Knacudukauum onpegensT ABa BUAA HEJOXPaHBaHE:

* TMNn MapasbM, Npu KOWTO MMA HEAOCTUr HA BCUYKM XPAHUTENHU €NEeMEHTU (EHEePruiHn u
OenTbYHM) B NOYTU €4HAKBA CTENEH, U

* Tun KBawunopkop, npu KOWTO UMa HEAOCTUT HA NPOTEUHMN.

Cnopes CbBpeMEHHUTE CXBaLLAHMA BbB BCMYKU CMy4vyaun HA HEJOXPaHBaHE UMa HeJOCTUr U Ha
ABaTa KOMMOHEHTA — EHeprus U NPOTENHU, T. €. HE MOXE Ja CbLUECTBYBA HEAOCTUI CAMO Ha MPOTEUHU
WU camo Ha eHeprus. Mo Ta3u NpuyKMHa € NO-TOYHO Ja ce roBOPU 3a NPOTEUHHOEHEPTUIWHO HEAOXPAaHBAHE
(MEH) ¢ npeobnagaBaHe HA eAWMHUA OT KOMMOHEHTUTE. MNpuYMHMTE 3a pa3BUTME HA HeaOXpaHBaHe ca
MHOro. Hai-o01wo morat ga ce 06eAuHAT B HAKONKO rPynu; * HaMarneH aneTwuT;

* HapyLWIEHO YCBOSIBAHE Ha XpaHaTa — XPaHOCMUITIAHE Unu pe3opoduus;

* ronemu 3arybu — paHu, (pucTynm Ha XpaHOCMUNATENHUA TPAKT, HAPYLUEHU KOXKHWN NOBBLPXHOCTU
n ap;

* HapyweHu (3abaBeHun) aHaboNHK NPOLIECH U CUHTE3 HA NPOTEUNHMU;

* 3acuneH katabonumabm.

Korato roBopum 3a NpPOTEUHHO-EHEPTUWHO HeJOXpaHBaHe TpsAOBa 3a4bIMKATENHO AA NPaBUM
pasnuka mMexgy 0OMKHOBEHO rnajyBaHe u HeJOXPaHBAHETO B YCNOBUS HA CTPEC.



ObOUKHOBEHO rmagyBaHe

MpeacraBnsiBa 4acTUYHO WMM MbNHO MpeKkpaTsBaHe BHOCA HAa XPaHUTEMNHW EHEepPruitHU
M3TOYHMUM ©e3 aa MMa HsKakBa NMpUYMHA, KOATO Aa NoBuMLIaBa obuyaliHUTE pasxoau Ha eHeprus u
rpaguBHU enemMeHTU. YOBELUKMAT OpraHu3bM € YCTpoeH fAa noHaca aobpe ABbNrO rnagyBaHe, KaTo
M3MNon3Ba CBOWTE pPe3epBU OT MasHMHA U OENTbUM U B CbLUOTO BpeMe Mnycka B X044 MEXaHU3MU, KOUTO
HamansiBaT pasxojia Ha eHeprusi U 3anasBaTt TENEeCHUTE NPOTEUHN.

METABOJIMTHU NPOMEHW NMPU NBbJIHO MAAQYBAHE

+ 3acuneHo omodesniaHe Ha Kamexonamunru (KA) u ImokazoH,HamaneHo omoersaHe Ha VIHCYnuH
npes nbpeuUTe 48 — 72 yaca — ToBa BOAMW A0 3acUieHa rMUKOreHonuaa u nunonusa;

+ Paaxo0 Ha eHepaus (eHeprneH pasxoj B NOKOW) — HapacTea Ao 48-Mu vac, cnej KoeTo 3anoysa
Ja Hamansea U KbM 5-Tu 40 7-Mu AeHcnaga noj U3x04HOTO HUBO.

+ [locrmaska Ha [TioKo3a

FmMukoreHonusa npes nobpeuTe 24 yaca (M34yepneart ce genarta)

FnokoHeoreHesa (FHIN oT amMmuHOKMcenuHHM npekypcopu. B Havanoto HI e MHOro
WHTEH3MBHA, KaTO MOXe Aa AOCTUrHe A0 pasrpaxaaHeTo Ha 75 g 6entbum (~300 g MyCKynHaA TbKaH Ha
aeH). Okono 5-tma aeH HacTbnBa agantauus Ha kneTkute B LUHC KbM u3nonsBaHe Ha KETOHWM KaTo
OCHOBEH U3TOYHMK HA EHepPrus, KoeTo Bogu Ao HamansasaHe Ha 'HI™ ¢ okono 2/3.

OT rnuueporn, Nony4YeH Npu nunonusara.

Ot JlakTtaT — yukbn Ha Kopu.

Mo-HaTaTLK crnegBa NOCTENEHHO AOHACTPONBAHE HA OPraHM3ma KbM U3MON3BaHe Ha KeToTenara
KaTO OCHOBEH W3TOYHWMK HA EHEeprus U AONBLIHWUTENHO HamansBaHe Ha pasxogute. ChLyuTe npolecu
HacTLMNBAT U NPU YaCTUYHO rnagyBaHe.

OCHOBHUW XKXU3HEHW CUCTEMWA
MeHTanHu yHKuUmn

Hapywasart ce oT HegocTur Ha Thiamine (B1), B12, Ca, Mg,PO4. Npoy4yBaHuaTa Ha Keys, Brozek
U ap. Bbpxy 3apasu aobposonuu u Ha Hill npu KNMHWYHKM NAUMEHTU KaTEropuyHO ca AoKasanu, 4e
HeLOXpaHBaHETO BOAM 4O pPa3BUTME HA pa3gpasHUTENHOCT M AEnpecus, KOMTO MNpeMUHaBaT npu
Bb3CTAHOBSIBAHE HA XPAHEHETO.

CbpaoeyvyHo-cbaoBa U 6bOpeyHa hyHKUUMN

TEeXKOTO HegOXpaHBaHE U HaMansABAHETO HA TENECHOTO TErno BOAAT A0 MPONOPLMOHANHO
HamanaBaHe obemMa Ha cbpueTo (pasmepa), kato ~40% OT Hero ce AbIMKM Ha 3arybarta Ha MuokapaHa
TbKaH, a ocTaHanaTa 4acT € 3a CMeTka Ha HamaneH o6eM Ha cbpaeyHuTe KyxuHu. 3arybara Ha MuokapaHa
Maca BOAM A0 HamanseBaHe Ha MOC, Opagukapaua u xunoteHsuda. [lonyvyaBa ce nepudepHa
LUUPKYNaTOPHA HEeJOCTaTbYyHOCT, KOATO MOXE Aa MPUYMHKM HamansBaHe Ha ObOpevHuA KPbBOTOK M
rnoMepynHaTta duntpauyma. HepoctureT Ha BuT. B6 3agbnbouaBa CbpaevyHaTa HegOCTaTbYHOCT, a
enNeKTPOSIUTHMTE HapPYLIEHUS ca NPEeANoCcTaBKka 3a pa3BUTUETO HA PUTBLMHU HaPYLUEHUA.

OuxatenHa cuctema

HamanasaHeTo Ha MyckynHata maca ¢ ~20% Hapywasa CTpyktypatra u paborara Ha
auxatenHara myckynatypa (mexaypebpeHa u guadparma). CbCTOAHMETO HA TEXKO HEeAOXpaHBaHEe
oTtcnabea AuxatenHusa 0TroBOp KbM XUMOKCUSA U XUNEPKAMNHMUA.

Hactbneat gereHepatMBHU NPOMEHM U B BenogpobHUTE TbKaHW. BCuyko TOBa B CbyeTaHue ¢
HaManeHuss UMyHWUTET U HapywleHaTa AgpeHaxHa OYHKUUS HA PECHUYECTMSA enuTen MOBULLIABa CUITHO
pucka oT 3aCTOMHU NHEBMOHMKU. [Npu nauneHTute Ha BB oTBUKBaAHETO OT anapart € MHOro 3aTpy4HeHo.

XpaHocMmunatesiHa cuctema

MPMCBHCTBMETO HA XpaHa B YPEBHUA NTYMEH CTUMYIMPA pacTexa u NogMaHaTa Ha eHTEpoLuTHUTE
n konoHouutute. Mpu Abnro rnagyesade n TIX KNeTKMTE HA YpeBHaTa nurasuya arpodupar, Hamansea
pasMepa Ha 4YpeBHUTE BUNMU U AbnOoyuHaTa Ha KpunTutTe. TOBA BIOLWIABA YCBOSBAHETO Ha MMNuAw,
ausaxapuau u rokosa. HamaneHara ctomaluHa, NaHKPeaTuyHa U KMbYHa CEeKpeLns, KaKTo U NPOMEHUTE
B upeBHaTa ¢ropa, 3agbnboyasaT JONbIAHUTENHO ManabcopbuusaTa. Becuyku Te3m npomMeHmn HapyLliasaT
OapuepHaTa (PyHKUMA Ha YpeBHATa nurasuua M Cb3gaBaT yCroBMA 3a MPEeMUHABaHE Ha DakTepuu u
TOKCMHM KbM KPbBTa. TOBA Ce€ nonyvyasa B MHOMO MO-ronama CTeneH npu NauueHTUTE B KPUTUYHM
CbCTOSHMA. BakTepuanHaTa TpaHcnokauus € OCHOBEH (hakTop Mpu PasBUTMETO U MOAABLPXKAHETO Ha
CUCTEMHOTO Bb3MarneHue.

Tepmoperynauus

TexKoTO HegoXpaHBaHe U 3arybaTa Ha TErno HapyLiaBaTt agantayuara KbM HUCKU TeMnepaTypu,
KaTo oTcnabeaTr TepMmoreHesata v nepudyepHata Ba3OKOHCTPUKUMA. ToBa BOAM OO MHOIO MO-FIECHO
HaCTBLMNBAHE HA XUMOTEPMUS NPU NALMEHTU C HEAOXPAHBAHE.

MmyHHa cuctema

MoTucka ce KNeTbYHMA UMYHUTET U HAMANSABa Bb3MOXXHOCTUTE 3a CbNPOTMBA CPELLY UHMDEKL MU,
Hamanasa obwms 6poi Ha numdounTUTE, Hal-BeYe 3a cCMeTKa Ha T kneTbyHata nuHusa. PassuBa ce u
atpocdus Ha Tumyca. HapyweHuaTa B CuCTEMATA HA KOMMNIEMEHTa BOAAT A0 oTcnabeaHe Ha



draroyutosara, xemotakcuca M gupektHata bakTepuanHa knetbyHa AecTpykuus. 3apacTBaHeTO Ha
paHuTe € MHOro 3abaBeHo.

CTtparterus Ha xpaHuTesiHaTa noaapbXKa

* lMaumenTtute ¢ NEH, Ha KOUTO NpeacTOM NMNAaHOBA XUPYPrUA Ce HYXOaAT OT XpaHuTenHa
noaapbXkka B NpoabimkeHWe Ha 2 — 3 cegmuum. MNpoBEAEHOTO KMMHMYHO JOXPAHBAHE LUe MOMOTHE 3a
Bb3CTAHOBSIBAHE Ha AedmumTa OT BUTAMUHM, MUHEPanu U B Marnka CTEneH 3a yBenuyaBaHe Ha Ternoro.
ToBa obade e gocTtaTbyHO 3a nogobpsiBaHe (YHKUMUTE HA OpraHM3amMa M HamansBaHe pucka OT
YCINOXHEHUS.

* Maunentute ¢ MEH, kouTO Cca npeTbpnenu cnewHa xupyprusa, Tpsabesa ga nonydyar
XpaHuTeNHa NOAAPBLXKKA Bb3MOXHO Han-0bp30 B CreaonepaTMBHUA NEPUOA,.

* Maumentute ¢ MEH B KpUTUYHO CbCTOAHME TpAGBa 3aAbIMKATENHO Aa nony4vasar
XpaHuTENHA NOAAPBXKKA HAPeA C NEYEHMETO HA OCHOBHUSA nNpobnem.

* [Maumentute 6e3 MEH, npu KOUTO Ce ovyakBa Aa He MOraTt Aa npueMar XpaHa 3a noseve o1 7
AHW nopaau 3abonsBaHUsa unM B cnejonepatuBHMA nepuod, TpsabBa CbLO Aa nonydvat XpaHWuTenHa
noaapbkKKa.

* [laumeHTn, KOMTO NPETBbPNABAT MHOTOKPATHM onepauumn TpAabBa ga nonyyasaTt HenpekbcHaTa
XpaHuTEeNHa NOAAPBXKKA.

* Ha nauuentute ¢ lNEH, Ha KOMTO ce Hanarat MHOrOKpaTHW CnewHu onepauuun 3apagu
HepaspeLLeHn KopeMHU uHdekymmn, ductynu u gp. Tpabea ga 6bae ocurypeH nepuoj Ha 3axpaHBaHe,
CbYeTaH ¢ no-Bucoka IU3Mdecka akTMBHOCT. 10 TO3M HAYMH B NPOABLIDKEHWE HA HAKONKO Meceua ce
HaTpynBa MyCKyrnHa maca U ce nogobpssa XpaHUTENHOTO

CbCTOSIHME. TOBA € BaXKHO YCIOBUE 3a yCrexa Ha OKOHYaTenHaTa onepauums.

* AKO onepaTuMBHaTa HaMeca He MOXE Aa ce OTMOXU, HEMHUAT pasMep U pagukanHocT Tpsadsa
Ja o6baar cbobpaseHn C Bb3MOXHOCTUTE Ha OpraHMaMa ga noHece MeTabonWTHOTO HATOBapBaHe,
npean3BMKaHO OT onepaTuBHaTa TpaBMma.

3aTnbCTABAHETO MPEeACTaBnsBa CbCTOSAHME HA NPEKOMEPHO HATPYMBAHE HA MACTHA TbKaH B
opraHmama. B 3aBMCMMOCT OT CTEMEHTa Ha TOBA HaTpynBaHe, CbCTOSHMETO Ce knacuduuyupa kato
HaZHOPMEHO TErNO, UMK KaTo 3aTNbCTABaHe, NpeACcTaBnaBaLLM PasfnMyHM CTENEHW Ha 3apaBeH puck. 3a
LEenUTe Ha MpakTukaTta, OLeHKaTa Ha TENIeCHOTO TErno, ¢e NpaBu Han-4ecTo NOCPEACTBOM MHAEKCA Ha
TenecHata maca — UTM (HapuyaH cbLyo nHaekc Ha Quetelet). CwLumat ce nsuucnsea no gopmynaTa:

TenecHo Terno (kg)
UTM = = (kg/m2)
(Pbvct B M)2

Knacudukauusa NTM (kg/m2) Puck ot cbnbTCTBaLLM 3a60NsBaHUA

<18.5 Hucbk (cbulecTByBa YBENWYEH PUCK OT ApPYyru

Moanopmero Terno KIUHUYHU NpoBriemm)

HopmanHo Terno 18.5 — 24.9 Hucwk
HagHopmeHo Terno 25.0 - 29.9 YBenu4yeH
3artnbecTaBaHe | cteneH 30.0 — 34.9 YMepeHOo BUCOK
3aTnberasaHe |l creneH 35.0 — 39.9 Bucok
3atnbcerasade Il creneH 40.0 MHoro Bucok

3aTnNbCTABAHETO € Pe3ynTaTt OT HapyLUEHO PaBHOBECUE MEXAY EHEPrMHWUS BHOC YpE3 xpaHata u
eHepropasxoga Ha uHamMeuaa. Yecrta npuyMHa 3a TOBaA CLCTOSHWE € CBPbXXPAHEHETO, T.€. MPUMEM Ha
noeeye OT HeobxogMmaTa 3a OCHOBHaTa 00MsAHa M 3a ABMraTenHara akTMBHOCT EHEpPrus.

CBPBbXKOHCYMaUMATa HA EHEPIUHA XpaHa MOXE 4a Ce AbIDKU Ha NCUMXONOMNMYECKU, HACNEACTBEHM
U XOpMOHanHu cakropu. M3BecteH e akTbT, Y€ MHAMBMAM C HAcneacTtBeHa obpeMeHeHOCT ca
Npeapasnonio>XXeHW B NO-BUCOKA CTENEH KbM 3aTnbCTABaHe. [Oopu NEeKOTO MOBULLABAHE HA TENECHOTO
TEerno yeenuyaesa 3aboneBaeMoCcTTa M CMBPTHOCTTA OT MeTabonmuTHM (CBbp3aHu € obmsHata Ha
BeLlecTBaTa) HapyLweHus.

3aTNbCTABAHETO € Ha BTOPO MACTO Crnej TIOTIOHOMYLLEHETO KAaTO NPUYMHA 3a NpeKaeBpeMeHHa
CcMBbPT. [JOKa3aHa e Bpb3kaTa Mexay 3aTnbCTABAHETO U pej 3a00nABaHus: CbpPAEYHO-CbA0BU, HEMHCYIWH
3aBUCMM 3axapeH auaber (Tun 2), 3MOKA4YECTBEHU 3abonaBaHus (pak), pecnupaTopHU (OuxaTterHu)
npobnemu, ckeneTHO-MycKynHM 6ONecTu, NCUxXocouuanH Nnpoénemu.
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B bbnrapusi, NPOLEHTBLT HA XKEHUTE CbC 3aTNbCTABaHEe € NpubnuantenHo 35%, Ha MbxeTe — 25%,
Ha geuara u toHowmnTe — 10-12%. BUCOKO CTENEHHOTO 3aTNbCTABAHE € ABa NbTU NO-YECTO CPEeS XKEHUTE,
B CPABHEHUE C MBbXKETE.

Haii-006pusm nodxod e neyeHUeMO Ha 3anuTbCmMseaHemo, € KOMIUIeKCHUSmM, T.e. TO3u,
KOWTO MOBNUABA U ABETE CTPaHM HA €HEPruiHOTO PaBHOBECUE — MOHMXABAHE MPUEMA U yBENUYaBaHe
pasxoga Ha eHeprusi. Taka KOMMMEKCHUTE Nporpamu 3a npodunakruka M nevyeHue Ha TO3u 3ApaBeH
npo6nem BKMIOYBAT NPOMSHA B HAYMHA HA XKMBOT C HSIKOJIKO OCHOBHUW €MEMEHTH:

ONeTnyHN pexxummn — peCTPUKTUBHO-EHEPIMIRHUTE ANETUYMHU PEXUMM Ca B OCHOBATa Ha NOBEYETO
nporpamMu 3a feYeHne Ha 3aTNbCTABAHETO.

[BuratenHa akTUBHOCT — NpeaoTBpaTABa aJanTUMBHOTO MOHMXXABaHe Ha OCHOBHATa obmsHa, B
OTrOBOP HA OrPaHUYEHUST EHEPTUEH MPUEM.

MpoMaHa B XPAHUTENHUTE HABULU — MPABUIIEH PEXUM HA XPaHEHE; U30ArBaHe Ha MUKAHTHUTE
noAnpaBkM M CONTA; AOCTAaTbYHO NMUTENHA BOAA U TEYHOCTU; HUCKA KOHCYMaUUsl HA Ma3HUHU, ankoXomn U
NpoCTU 3axapu; ManoMepHU NOpPLMHK;

NP1 OEUA 00 28 OEH

2.1. KOOOBE HA BOJIECTU NO MKB-10

E41 AnumeHTapeH mMapasbm
TexKo pa3CTPONCTBO Ha XpPaHEHETO ¢ Mapas3bMm
He sknroyea: kBaumopkop npu mapasbvm (E42)

E43 TeXKo 6eNnTbUYHO-KaNnoOpPUNHO HeaOXPaHBAHE, HEYTOYHEHO
OTOK OT rnagyBsaHe

3aTnbcTABaHe

He eknioyea: agunosoreHutanHa guctpocpus (E23.6)
nunomarosa:
¢ BI1Y (E88.2)
e bonesHeHa [6bonect Ha Dercum] (E88.2)
cuHapom Ha Prader-Willi (Q87.1)

Opyru aHemMuu, CBbpP3aHu C XpaHeHeTo
Biunoyea: mMeranobnactHa aHeMusl, HenoaaaBalla Ce Ha nedeHne ¢ BuTamud B12 unu
donartu
D53.0 AHemus, NpUYMHEHa OT 6enTbYyeH HeQOUMBK
AHEMUS OT HEAOUMbBK HA aMUHOKUCENUHU
OpoTtauuaypeiHa aHemMus
He eknroyea: CuHgpom Ha Lesch-Nyhan (E79.1)

E66.2 EKcTpeMHO 3aTnbCTABaHe C anBeosyiapHa XMNoBeHTUNAULUA
Cunapom Ha Pickwick

E66.8 [Opyru oopmmn Ha 3aTnbCTABaHE
BonecTtHo 3aTnkcTaBaHe
MeTtabonuteH cuHapoMm

PascTpoicTBa Ha 06MAHATA HA APOMATHUTE aMUHOKUCESTUHU

E70.0 Knacuyecka peHUnKkeToHypus
E70.1 Opyru BugoBe xunepdeHunanaHuHeMmm

E70.2 PascTtpoicTBa Ha OOMsIHATA HA TUPO3UHA
AnKanToHypus
XunepTuposnHeMmusa
OxpoHo3a
Tupo3anHeMmus
TuposnHosa
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E70.3

E70.8

AnOUHU3BLM

AnNBGUHN3BM:

e OYeH

® OYHO-KOXEH

CuHApPOM Ha:

¢ Chediak(-Steinbrinck)-Higashi
¢ Cross

¢ Hermansky-Pudlak

Apyru pascTponcrea Ha o6MAHaTa HAa apOMaTHUTE AMUHOKNCESTUHU
PascTpoiicTBa Ha:

e 0OMSAHATa Ha xucTuanHa
e 0bmaAHAaTa Ha TpunTodaHa

Pa3CT90ﬁCTBa Ha OOMAHATA HA AMWHOKUCEJIMHUTE C pa3KrioHeHa Bepura u Ha MmacTtHute

KUCEJIMHU

E71.0 BonecT Ha “ypuHa KaTo KneHoB cupon”

E71.1 Opyru pascTpoicTea Ha O6MAHAaTa HAa aMUHOKUCESTUHUTE C Pa3KIIOHEeHa Bepura
XunepneBuuH-M30NeBLUUHEMNSA
XunepeanuHemusa
M3oBanepuaHoBa aymaemms
MeTunmanoHoBa aumaemMus
MNponuoHoBa aungemunsa

E71.2 Pa3cTponcTBO Ha OOMAHATA HA AMMHOKUCESIMHUTE C Pa3KIIOHeHa Bepura,
HEYTOYHEHO

E71.3 Pa3scTponcTBO HAa OOMAHATA HA MACTHUTE KUCEJIMHUN

AapeHoneskoaucTpodusa [Addison-Schilder]
Hdedununt Ha MycKynHaTa KapHUTUH-NanMUTUNTpPaHcepasa
MuTOXOHAPUANHU U NEPOKCM3OMHM BONECTH
He exmnoyea: 6onect Ha Refsum (G60.1)
6onect Ha Schilder (G37.0)
cuHapom Ha Zellweger(Q87.8)

Opyru pascTpoucTBa Ha OOMAHATA HA AMUHOKUCESTUHUTE
He eiumoyea: OTKNOHEHUs1 OT Hopmata 0e3 nsaseHo 3abonasaHe (R70—R89)

E72.0

E72.1

E72.2

pa3cTpoiCTBa Ha:

obMsiHaTa Ha apoMaTHUTE amuHuokucenuun (E70.—)

obOMsiHaTa Ha aMUMHOKUCENWUHUTE C pasknoHeHa sepura (E71.0—E71.2)
obMsiHaTa Ha MacTHUTE kucenuuu (E71.3)

obMsiHaTa Ha nypuHa u nupumuaunHa (E79.—)

nogarpa (M10.—)

PascTpoiicTBa Ha TPAHCNOPTUPAHETO HA AMUHOKNCESTUHU
LuctnHosa
Lunctunypua
Cunapom Ha Fanconi(-de Toni)(-Debre)
Bonect Ha Hartnup
Cungpom Ha Lowe
He exnroyea: pascTpoincTea Ha obmaHaTa Ha TpunTodaHa (E70.8)

PascTpoiicTBa Ha o6MsiHaTa Ha cApa-CbAbPXKAWMNTE AMUHOKNCESTUHU
LncrtaTtmoHuHypua
XOMOUUCTUHYPUS
MeTuoHnHemuna
Oedwuuyunt Ha cynduTokcugasa
He exnroyea: nepuumnt Ha TpaHckobanamuH Il (D51.2)

PascTpoicTBa B METAOONUTHUA LIMKBI1 HA ypesaTa
ApPruHuHeMus




E72.3

E72.4

E72.5

E72.8

APIrMHUHOCYKLUUHOBA auuaypus

LuTponuHemus

XunepamoHuemMunsa

He exnroyea: pascTpoicrea Ha obmaHaTa Ha opHuUTUHA (E72.4)

PascTpoicTBa Ha OOMAHATA HA FIM3MHA U XMOPOKCUITU3UHA
nyTaposa aumMaypus

XnapoKCUnNnanHemMus

XunepnmamHemunsa

PascTpoicTBa Ha OOMAHAaTa HA OPHUTUHA
OpHutuHemus (tun |, 11)

PascTpoicTBa Ha O6MAHATA HA MMULUMHA
XunepxuapoKCUnpoIMHEMHUS
Xunepnponuuemua (tun I, II)

HekeToHOBa xuNepriaMuuMHeMuns
Capko3anHemus

Apyrv yTOYHEeHU pa3cTPONCTBA HA OOMAHATA HA AMUHOKUCENTMHUTE
PascrtpoiicTsa:

¢ HA 0BMsHATA HA B-aMUHOKUCENUHUTE

® B Y-INyTaMWIIOBUSA LUK

HenoHOCUMMOCT KbM NAaKTO3a

E73.0
E73.1
E73.8

BpoaeH HeAOMMbK Ha nakrasa
BTopuuyeH HeAOUMMBK Ha NakKTasa

Opyru BuooBe HENOHOCUMOCT KbM NaKTo3a

Opyru pascTporucTBa HA OOMAHATA HA BbINexuaparure
He eknioyea: noBuLLIEHAa cekpeumns Ha rrokaroH (E16.3)

E74.0

E74.1

E74.2

E74.4

3axapeH guabet (E10—E14)
xunornukemua bAY (E16.2)
Mykononusaxapugosa (E76.0—E76.3)

BonecTt Ha HaTPyNnBaHeTO Ha rFIUKOreH
CbpaeyHa rnMkoreHosa

Bbonecrt Ha:

e Andersen

e Cori

e Forbes

e Hers

¢ McArdle

e Pompe

e Tauri

¢ Von Gierke

Heagoumbk Ha YepHoapobHa dhocopunasa

PascTpoicTBa Ha o6MAHaTa Ha (ppyKTo3aTa
EceHuunanHa pykrosypus

Hegoumbk Ha ¢pykTO30-1,6-ancpocdarasa
HacneacreeHa HENOHOCUMOCT KbM (PpyKTO3a

PascTpoicTBa Ha OOMAHATa Ha ranakrosarta
Hepgoumbk Ha ranakTokMHasa
ManakTo3emus

PascTpoicTBa Ha OOMAHATA HA NUPYBATa U MMIOKOHEeOreHe3arta
Hepoumbk Ha:




e (bochoeHonnupysat kapboKkCuKMHa3a
¢ MpyBarT:

e kapbokcunasa

e JexuaporeHasa
He eknioyea: ¢ aHemna (D55.—)

E74.8 [Opyru yTOYHEHU pa3CTPOMCTBA HA OOMAHATA HA Bbrnexugparurte
EceHunanHa neHTo3ypus
Okcanosa
Okcanypus
PeHanHa rnioko3ypus

PascTponcTBa Ha o6MAHaTa Ha ¢ PUHronNnuNUAnTE M APYrU HAPYWEHUA HA HAaTPynBaHe Ha
nunuaure
E75.0 Manrnuo3npgosa GM2

Bbonecrt Ha:

« Sandhoff

e Tay-Sachs

GM2 raHrnmosngosa:

e BY

¢ [PV Bb3PACTHU

e [OBEHUITHA

E75.1 Opyrv raHrnnosngosu
FaHrnMosnposa:
e BY
e GM 1
eGM 3
Mykonunugosa IV

E75.2 [Opyru cpuHronunngosm
BonecT Ha:
¢ Fabry(-Anderson)
e Gaucher
¢ Krabbe
+ Niemann-Pick
Cungpom Ha Farber
MeTaxpomaTudHa neskogucTpodua
Hegoumbk Ha cyndpaTtasa
He skmoyea: agpeHoneskoauctpodusa [Addison-Schilder] (E71.3)

E75.3 CduHronunuaoosa, HeyTouyHeHa

E75.4 JlunodycuuHO3a HA HEBPOHUTE
Bonect Ha:
¢ Batten
¢ Bielschowsky-Jansky
e Kufs
¢ Spielmeyer-Vogt

E75.5 [Opyru pa3scTpOACTBA HA HAaTpPynBaHeTO Ha NUNuaun
LlepebpoTenanHo3Ha xonecreposa [van Bogaert-Scherer-Epstein]
Bonect Ha Wolman

PascTponcTBa Ha OGMAHATA HA IMIOKO3aMWHOIMUKAHUTE

E76.0 Mykononusaxapugosa, Tun |
CuHApPOMM Ha:
e Hurler




e Hurler-Scheie
e Scheie

E76.1 Mykononusaxapugosa, tTun i
Cungpom Ha Hunter

E76.2 [Opyru mykononusaxapugosu
HegoumbK Ha B-rnioKypoHuaasa
Mykononusaxapugo3sa, tunose lll, IV, VI, VII
CuHApPOM Ha:
¢ Maroteaux-Lamy (nek)(TexbkK)
¢ Morquio(-nogo6eH)(knacu4eckm)
¢ Sanfilippo (tun B)(tun C)(tun D)

E76.8 [Opyru pa3cTpoACcTBa HA OOMAHATA HA IMHOKO3aMUHOTTIUKAHUTE

PascTponcTBa Ha OGMAHATA HA IMIOKONPOTENHUTE

E77.0 DedekTn B nocTTpaHcnayMoHHaTta moaudukaums Ha NMIM3030MHUTE EH3UMU
Mykonunuao3sa Il [I-kneTbuHa 6onecr]
Mykonunuaosa lll [ncesgo- Hurler nonuancrpodus]

E77.1 DedekTn B pasrpaxxagaHeTo Ha rfIOKONPOTEUHUTE
AcCnapTUArnKo3aMmMHypus
dyko3ugosa
MaHHOo3na03a
Cuwanugosa [Mykonunuao3sa l]

E77.8 [Opyru pascTpoACTBa HAa OOMAHATA HA ITIOKONPOTEUHUTE

Pa3cTponcTBa Ha O6MAHATA HA NMMNONPOTEMHUTE U APYIU NINNUOEMUN
He eknioyea: chuHronunuaosmn (E75.0—E75.3)

E78.0 Yucrta xunepxornecreponeMus
$bamunHa xunepxonecreponemms
XunepnunonpoTtenHemua Ha Fredrickson, Tun lla
XunepbeTanunonpoTenHeMns
Xunepnunuaemus, rpyna A
XunepnunonpoTeMHeEMUaA ¢ NMNONPOTEUHU C HACKA NNBbTHOCT [LDL]

E78.1 YucTta xuneprnuuepuaemMms
EHgoreHHa xunepramuepugemms
XunepnunonpoTtenHemua Ha Fredrickson, Tun IV
Xunepnunuaemus, rpyna B
XunepnpebetanunonpoTemHeMuns
XunepnunonpoTemHeMUa ¢ NMMNONPOTENHN € MHOTO HUCKA NbTHOCT [VLDL]

E78.2 CmMeceHa xunepnunuaemus
O6LwmpHa unu nnaesawa 6eTanunonpoTenHeEMUst
XunepnunonpotenHemuna Ha Fredrickson, Tun llb unu 1l
XunepbeTtanunonpoTemHeMus ¢ npebetanunonpoTenHeMnUst
XunepxonecreponeMns ¢ eHAOreHHa xunepramuepuaeMmms
Xunepnunuaemus, rpyna C
TyGepo-epynTUBHA KCAHTOMA
Xanthoma tuberosum

He exnroyea: uepebpoTeHANMHO3HA xonecrteposa [van Bogaert-Scherer-Epstein] (E75.5)

E78.3 XunepxunoMmMKpoHeMusa
XunepnunonpoTtemHemua Ha Fredrickson, Tun | unu V
Xunepnunuaemus, rpyna D
CmeceHa xunepriuuepuaemms

E78.4 [Opyrv xunepnunuaeMumn




E78.6

E78.8

HeaouMbK Ha MIMNONPOTEUHM
AbetanunonpoTenHeMusi

HegommMbK HA NMMNONPOTENHM C BUCOKA MITbTHOCT
XunoandanunonpoTenHemms
XunobetanunonpotenHemus (pammunHa)

HegouMbK Ha neyuTuH-xonecTepon-auMnTpaHcoepasa
Tanxepcka 6onect

Opyru pascTpoicTBa Ha OOMAHATa Ha IMNONPOTEUHUTE

Pa3cTpoicTBa Ha O6MAHATA HA NYPUHA U NTUPUMUAMNHA

He eiumnoyea: kKambk Ha 6bOpeka (N20.0)

E79.1
E79.8

KOMBUHMPAHN MMYHOHEAOUMBYHU pascTponcTea (D81.—)
nogarpa (M10.—)

opoTaumnaypuyHa avemusa (D53.0)

NUrMeHTHa kcepoaepmus (Q82.1)

Cungpom Ha Lesch-Nyhan

Opyrm pa3cTponcTBa Ha O6MAHAaTa HA NypuHa U NUPUMUAONHA
HacnegcreeHa KCaHTUHYpUS

Pa3cTpoicTBa Ha o6MAHaTa Ha nopdupuHa U GUNUPYoUHA

E80.0

E80.1
E80.2

HacneacrteeHa eputponoeTuyHa nopdpupus
BpoaeHa eputponoeTnyHa nopcupus
EpuTtponoeTuyHa npotonopdupus

Mopdupua kytaHea Tapga

Opyrv nopdupumn

HacneacrteeHa konponopdupua

Mopdupus:

s BOY

e OCTPa UHTEPMUTEHTHA (YepHOoapoOHa)

Mpn HeoBXxoAUMOCT OT UAEHTMMULMPAHE HA MPUYMHATA CE M3MON3Ba AOMbIIHUTENEH KO 3a
BbHLUHM NPUYKnHKM (Knac XX).

Pa3cTpoicTBa HA MMHeparHaTa ooMsaHa

He eknioyea: anuMeHTapeH HeaOUMbK Ha MuMHepanHu sewecTtea (E58—E61)

E83.0

E83.2

E83.4

pascTpoicTBa Ha napawutoBugHaTa xnesa (E20—E21)
HegOUMBbK Ha BuTamuH D (E55.—)

PascTpoicTBa Ha oOMAHaTa Ha MeATa
Bonect Ha Menkes (6onect Ha kbapaBuTe KOcK) (BonNect Ha CTOMaHEHUTE KOCK)

Bonect Ha Wilson

PascTpoicTBa Ha OOMAHATa Ha LUUHKA
EHTeponaTeH akpogepmaTut

PascTpoicTBa Ha o6MAHaTa HA MarHe3us
XunepmarHesemus
XunomarHezemus

QEMFM Ea3CT90ﬁCTB§ BbB BOAHO-EJIEKTPOJIUTHUA U ankanHo-KucesimHHuA 6anaHc

E87.0

XunepocmonapureT xunepHaTpueMus

Manuwbk Ha HaTpuii [Na]
MNpeTtoBapBaHe ¢ HaTpuit [Na]




E87.8 Apyrn pasctpoiicTBa BbB BOAHO-CO/IeBOTO paBHOBecue, HeknacudumumpaHun
Apyrane
Pa3cTpoMcTBO Ha eNnekKTpONUTHUA 6anaHc BAY
Xunepxnopemus
Xunnoxnopemuna

Opyru pascTpoiicTeBa Ha o6MAHAaTa Ha BeujecTBaTa
He BkntouBa: XuctmounTosa X (XpoHuuHa) ~76.0)

Mpun Heo6XOAUMOCT OT MAEHTU(UUUPaAHE Ha /eKapCTBEHOTO CpPeACcTBO, Npenu3BuUKano
pascTpoiicTBO Ha o6MsAHaTa Ha Bel,ecTBaTa, Ce M3MN0n3Ba AONb/HUTENIEH KOA 3a BbHLHU
npuumHm (knac XX).

E88.1 NunopguncTtpodunna, HeknacuduuumnpaHa gpyrage
Nunoanctpodua 6AY
He Bk/toUBa: 6onect Ha MMppto (K90.8)

E88.2 ilvnomaTto3a, HeknacuguumpaHa gpyrage
lvnomartosa:
- BAY
e 6one3HeHa percurT]

E88.8 Apyrn yTouHeHun pa3cTpolicTBa Ha o6mMsAHaTa Ha BewecTBaTta
ApgeHonumnomaTto3a Ha “amno”5-Benb5awniie
TpumeTnnaMmuHypmsa

KOOOBE HA OCHOBHW NPOUEAYPU
2.2. OCHOBHW OANWATHOCTUYHW NPOUEAYPWU

KomnioTbpHa TOMOrpag s Ha MO3bK

KomniwTbpHa Tomorpadcgumna Ha rnaBa BAY
He BK/MOYUBa: komnioTbpHa TomMorpadua:
e Npun cnupanHa aHrnorpadpuma (57350 [1966]) npu ckaHupaHe Ha:
e rpbAeH kow (57001,57007 [1957])
* n kopem (57001-01,57007-01 [1957])
e nyeBa KOCT U OKONOHOCeH cuHyc (56030-00, 56036-00 [1956])

e CpeAHO yX0 n TemnopanHa koct (56016-02, 56016-03, 56016-06, 56016-07
[1955])

e op6uta (56013-02, 56013-03 [1954])
e NUuTynTapHa smka (56010-02, 56010-03 [1953])

56001-00 KomnioTbpHa Tomorpadgmna Ha MO3bK

56007-00 KomnioTbpHa Tomorpadusa Ha MO3bK C UHTpaBeHO3Ha KOHTpacTHa maTtepus
KomnwoTbpHa Tomorpadusa Ha MO3bk 6e3, c/sief ToBa C BEHO3eH KOHTpacT

PeHTreHorpadcuna Ha rnaBa uam wns

He BK/MOYBA: Ha wueH rpb6Hak (58100-00 [1968])

57901-00 PeHTreHorpadmna Ha yepen
BkmouBa:  kaneapuym
He BKMtouBa: uedanometpus (57902-00, 57930-00, 57933-00 [1967])
TakaBa Ha:
e MactompgHa kKocTt (57906-00 [1967])
¢ OKOJIoOHOCeH cuHyc (57903-00 [1967])
e NeTpo3Ha TemnopasiHa KocT (57909-00 [1967])




PeHTreHorpadgusi Ha rpb6HaYeH CTb/6, > 2 oTaena

BkrtouBa: PYHKUMOHANHWN TNnegHn TOYKKN
TakaBa OT 2, 3 UM 4 OoT cfiegHUTe TpbOHaYHN oTaena:
* LuepBuUKaseH
e nymb6ocakpaneH
* CakpoKoKuureaneH
* TOpakasieH
58115-00 PeHTreHorpadma Ha rpbb6HaYHNA cTbnNb6, 3 oTAeNna

Lpyra peHTreHorpagusa Ha rpbaeH Ko

58500-00 PeHTreHorpagmnsa Ha rpbaeH kKow

BknouBa:  6pomx
Anadparma

cbpue
6an apo6
MeaANacCTUHYM

He BK/MOYBa: Takasa Ha:
e pebpa (58521-01,58524-00 [1972])
e rpbaHa KocT (58521-00 [1972])
e rpbAeH Bxopa (58509-00 [1974])
e Tpaxesa (58509-00 [1974])

PeHTreHorpag s Ha paMeHeH oTaen

57700-00 Pagunorpadusa Ha pamo nnu ckanyna

PeHTreHorpadgma Ha ropeH KpaWHUK

57512-01 PeHTreHorpadma Ha nakbT U NnpegMuULIHNLA

PeHTreHorpadgma Ha ropeH KpaWHUK

57512-03 PeHTreHorpadmna Ha gnaH, NPpbCTU N KUTKa
MN3cnepBaHe Ha KOCTHU

58300-00 PeHTreHoBO Mm3cnegBaHe KOCTHAa Bb3pacT Ha KUTKa U KONSAHO

PeHTreHorpacpua Ha Tas

57712-00 PeHTreHorpadua Ha Ta3obepgpeHa crtaBa
He BK/MOYBA: koHTpacTHa apTporpadus (59751-00 [1985])
TakaBa Ha (hbemypHa wwuiika (57518-00 [1983])

57715-00 PeHTreHorpadmna Ha Ta3s
Pagunorpacuna Ha Ta3oB BXOf
He BkmtouBa: paguorpadcka nensumetpus (59503-00 [1981])

Papgnorpacdmna Ha AoneH KpaniHUK

57518-00 PeHTreHorpadgumna Ha dhemyp
Pagnorpacumna Ha 6egpo

He BK/MOYBA: TakaBa npu BbLTpelwHa pukcauma Ha hemopanHa paktypa (57721-00
[1981])

57518-01 PeHTreHorpadmna Ha KONSHO
He BKMIOYBA: n3cnegBaHe KocTHa Bb3pacT Ha KOMASIHO U kuTka (58300-00 [1984])

57518-02 PeHTreHorpadguna Ha nogbeapuua



Pagunorpadgus Ha goJieH KpaHUK

57524-04 PeHTreHorpadua Ha rneseH v ctbnano

1940 YnTpa3ByK Ha rfnaea v wnsa

55032-00 YnTtpa3BykK Ha wwus
He BK/MHOUBA: gynnekc ckaH Ha KapoTWAHM cbaoBe (BUX 6nokoBe [1944] n [1946])

Yntpa3ByK Ha cbpue

Exokapguorpadgusn

BkrtouBa: TakbB U3MNbJIHEH:

e M3nNon3Banku:
e ManuMpaHe C LBeTeH MOTOK
e lonnep TexHUkn (NpoAabXMUTENHa BbAHA) (Nyncupawa BbHA)
¢ MEXaHWYHO CEeKTOPHO CKaHupaHe
e TpaHcatcep ¢ pa3oBO M3NnbUBaHe

e C BUAEOo 3anuc

55113-00 M-pexum v ABYynU3MepeH y/iTpa3ByK Ha CbplLe B peaslHO BpemMe

Yntpa3ByK Ha KOpeM nnun tas

55036-00 YNnTtpa3ByK Ha KOopem

BkrtouBa: CKaHuMpaHe Ha ypuHapeH TpakT
He BK/MOYBa: kopemHa cTeHa (55812-00 [1950])
npM CbCTOAHUA, CBbP3aHuM c 6pemeHHocT (55700 [1943], 55729-01 [1945])

MarHMTHO pe3oHaHceH o6pas

90901-00 MarHMTHO pe3oHaHcHa TomMorpagusa Ha MO3bkK
He BkouBa: beHKLLI/IOHaI'IHO MarHMTHO pPe30HaHCHO M3csiegBaHe Ha MO3bK
(90901-  09[2015])

EnektpoeHuedanorpadunsa [EET]

11000-00 EnekTpoeHuyedanorpacpusa

Opyrn onarHOCTUUYHN TecTOBe, U3MepBaHUA UAU U3cnepgBaHuns
91929-00 MMKPOCKONCKO m3cnepgBaHe Ha npoba OT yxX0, HOC, Fbp/a0 U NapuHKC 3a 6akTepunanHa

HamMa3Kka

Apyrn AonarHocTUYHU TecToBe, U3MepPBaHUA UK U3CNeaBaHUA

91929-01 MunkKkpockoncko mscrnegBaHe Ha npoba OT yXO, HOC, IbP/I0 U TAPUHKC 3a KynTypa

Apyrn onarHocTUYHU TecToBe, U3MepPBaHUA UK U3cNneaBaHUA

91929-02 MUWKPOCKONCKO nU3cneagBaHe Ha npoba OT yXO, HOC, Ibp/lo U TApPUHKC 3a KynTypa u
4YyBCTBUTENHOCT

ApYyrm ANarHOCTUYHK TecToBe, U3MepBaHNA UIN U3cneaBaHNA

92184-00 MMKPOCKONCKO m3cnepBaHe Ha npob6a oT Tpaxes, 6poHX, nneBpa, 6an apo6, gpyra
rpbAHa nNpo6a u xpayka 3a 6akTepuMasHa Hamaska



,D,pyru AWArHOCTUYHU TeCcToBe, U3MEPBAHUA UNTU U3cneaBaHusA

92184-01 MukpOCKONCKO U3cneasaHe Ha npoba oT Tpaxes, 6poHx, nnespa, 6an a4pob, apyra rpbaHa
npo6a u xpaudka 3a Kynrypa

,D,pyru AWArHOCTUYHU TeCcToBe, U3MEPBAHUA UITU U3cneaBaHusA

92184-02 MukpOCKONCKO U3cneasaHe Ha npoba oT Tpaxes, 6poHx, nnespa, 6an a4pob, apyra rpbaHa
npoba u xpayka 3a KynTypa u YyBCTBUTESHOCT

,D,pyru AWArHOCTUYHU TeCcTOoBe, U3MEPBAHUA UNTU U3cneagBaHusA

91937-00 MuKpPOCKOMNCKO U3CneaBaHe Ha KpbB 3a BakTepuanHa Hamaska

,D,pyru ANArHOCTUYHU TeCcTOoBe, U3MEPBAHUA UNTU U3cneaBaHusA

91937-01  MuKpOCKONCKO M3cneaBaHe Ha KpbB 3a KynTypa

,D,pyru AWArHOCTUYHU TeCcTOoBe, U3MEPBAHUA UNTU U3cneaBaHusA

91937-02  MUKPOCKOMNCKO M3CneaBaHe Ha KPbB 3a KynTypa U YyBCTBUTESNHOCT

1923 AIMarHOCTUYHU TECTOBE, U3MEPBAHUA WU U3CreBaHUSA, KPbB U KPbBOTBOPHU OpraHu

BkniouBa 3a4bmMKUTENHO CNEAHUTE:

91910-04 KpbBHa KapTMHA — NOHE 0CEM UIN NOBEYE OT NOCOYEHUTE NOKa3aTenu: XeMornoduH,
€PUTPOLIUTU, NEBKOLUTU, XEMATOKPUT, Tpombouutn, MCV, MCH, MCHC

91910-05 OudbepeHumnanHo 6poeHe Ha NEBKOLUUTW — BU3YaITHO MUKPOCKONCKO MITM aBTOMATUYHO
anapaTtHO m3cnegBaHe

91910-12 KIMMHUYHO-XMMUYHKN U3CNEABaHNS 3a rMI0KO34a

91910-13 KAUHUYHO-XMMUYHKU n3cneaBaHna 3a KpeaTtuHuH

91910-14 KnMHUYHO-XMMUYHKU U3CneaBaHua 3a ypes

91910-15 KNUHUYHO-XMMWUYHKM n3cnegeaHns 3a obuw, GunupyouH

91910-17 KNUHUYHO-XMMUYHK n3cneasaHus 3a obuy 6entbk

91910-33 KnnHn4HO-xuMu4HKM nscneasanuna 3a Hatpuin n Kanui

91910-34 KnnHUYHO-XMMUYHK n3cneasaHuna 3a Kanuyuim

91910-35 KnMHUYHO-XMMUYHK u3cneasaHua sa docgartu

91910-08 M3cneaBaHe Ha BPeEME Ha KbpPBEHE

91913-04 M3cneaBaHe Ha Bpeme Ha cbCcupBaHe

91910-09 M3cneasaHe Ha npOoTPOMBUHOBO BpeEME

91910-10 M3cnegBaHe Ha akTMBUPAHO napumanHo TpombonnacruHoBo Bpeme (APTT)
91910-11 NacneasaHe Ha nBpUHOreH

13311-00 M3mepBaHe Ha ra3aoBe Ha CMeceHa BEHO3Ha KPbB

3a4bIHKUTENHO NPY reHeTUYHO 3abonsiBaHe 3a MOCTaBSIHE HA TEHETMYHA AWarHo3a, Npu Nbpea
X0oCnuTanusaums, ce M3BbpLUBA:

91881-00 OHK ananus

Mo npeueHKa Ha NMeKyBaLLUsi Nekap Ce U3BbPLUBAT U:

91916-00 FeHeTu4YHn n3cneaBaHus

91916-01 LiuToreHeTU4eH aHanu3 Ha KPbB UMM KOCTEH MO3bK
91925-19 Opyrn xopmoHanHu nscneasaHua

91913-02 CeponornyHo nacnegBaHe 3a paHeH M 3a KbCeH CUUINC

,D,pyru AWArHOCTUYHU TeCcTOoBe, U3MEPBAHUA UNTU U3cneaBaHusA

91919-03 MuKpOCKONCcKo uacneaeaHe Ha npoba oT AONHUA XPaHOCMUIIATENEH TPAKT U
usnpaxkHeHus 3a baktrepuanHa HaMa3ka




,D,pyru AWArHOCTUYHU TeCcToBe, U3MEPBAHUA UNTU U3cneaBaHusA

91919-04  MuKpPOCKONCKO U3cneaBaHe Ha Npoba OT A0NHMS XpaHOCMUNATENEH TPaKT U
U3NPa>kHEHUS 3a KynTypa

,D,pyru AWArHOCTUYHU TeCcToBe, U3MEPBAHUA UITU U3cneaBaHusA

91919-05  MuKpOCKONCKO U3cneaBaHe Ha Npoda OT A0MHMS XpaHOCMUNATENEH TPaKT U
U3NPa>kHEHUS 3a KyNnTypa U YyBCTBUTENHOCT

1926 MuUKpOOMONOrMYHU U3CneaBaHUA

91920-02 MukpOCKONCKO M3cneaBaHe Ha ypuHa 3a KynTypa u YyBCTBUTESNHOCT
Bknoysa: ypokynTypa
aHTubuorpama

1932 nscnegBaHe Ha ypuHa

91226-00 MeTabonNUTEH CKPUHUHT HA YPUHA 38 MYKOMOonuM3axapuam
91226-01 MeTabonNUTEH CKPUHUHT HA YPUHA 38 aMUHOKUCETUHM

91226-02 MeTabonUTEH CKPUHUHT HA YPUHA 38 OPraHUYHN KUCETUHU

,D,pyru AWArHOCTU4YHU OYHU TeCcTOoBe, U3MePBaAHUA UINU U3cnenBaHuAa

92015-00 BwusyaneH eBokupaH noteHuman [BEM]

CnyxoBu eBOKMPAHU NOTEHLMUANMN

11300-00 AyauoMeTpus Ha €BOKMPaHMW NOTeHUManu Ha MO3bYeH CTBOS

96050-00 KopTukaneH eBOKMpaH OTroBOp ayauoMeTpus

1934 Opyrm na6opaTtopHu uscneaBaHuaA

92191-00 TlMonumepasHa BepuHa peakuyuna 3a gokassaHe Ha COVID-19

92191-01  Tecr 3a oTKkpuBaHe aHTUreH Ha SARS-CoV-2

2.3. OCHOBHU TEPANEBTUYHW NPOLIEAYPU

1824 IOpyra oueHka, KOHCynTauusa, MHTepPBIO, U3cneaBaHe UM NpeLeHKa
96037-00 Apyra oueHka, KOHCynTaLuMsa Unu oueHsasaHe

oueHka }

KOHCynTayms }

oLeHsaABaHe } oay

WHTEPBIO }

HeMHUN3MOHHO NocTaBsAAHE U MHTEPBEHLMM 3a Auratauus Ha XpaHocMuUnaTenHa cuctema

92066-00 TMocTaBsaHEe Ha pekTanHa Tpbba




CMsAHa Ha pekTasnHa Tpbb6a

MpunoxeHue Ha papmakoTepanus

96202-07

EHTepanHo npunoxeHne Ha hapMako/lOTMYeH areHT, XpaHUTesIHO Bel,ecTBO

MpunaraHe Ha KPbB M KPBbBHU NPOAYKTH

13706-02

MpunoxeHne Ha onakoBaHW KAeTKKW
TpaHcdy3na Ha:

* epuTpPOLUTH

* onakoBaHW KieTKu

* YyepBEHN KPBbBHWU KNETKU

MpunaraHe Ha KPbB U KPBbBHU NPOAYKTH

13706-03

MpunoxeHne Ha TpoMGOLUNTH
TpaHcdy3nsa Ha:
e TpOoMbOUUTH

MpunoxeHue Ha papmakoTepanus

96199-07

MHTpaBEeHO3HO NMpuUoOXeHNe Ha papMaKo/IOTMYeH areHT, XpaHUTe/THO BeLecTBO

MpunaraHe Ha hapMaKo/IOTMYEH areHT yYpes:

* UHPY3NOHEH NopT

* Por!-A-Call

*« pesepBoap (NOAKOXEH)

¢ YCTPOWCTBO 3a CbAOB AOCTbN

* BEHO3eH KaTeTbp

KO,D,VIpaI‘/'I CbLLO KOramo € HanpaBeHa:

® nocTaBsHe, M3BaX/AaHe UNN PeBU3NA Ha YCTPOWCTBO 3a CbAOB AOCTbN (BUX 610K [766])

* 3apexpgaHe Ha yCTPOWCTBO 3a AOCTaBAHe Ha MegukameHTn (96209 [1920])

He BKMOYBa: xvpypruuna kaTeTepusauma ¢ npuaaraHe Ha XMMuoTepaneBTUYEH areHT
(Bux 610k [741])

MpunoxeHue Ha papmakoTepanus

96199-08

MHTpaBEHO3HO NPUOXEeHUE Ha papMaKo/IOTMUYEH areHT, eNeKTpoNuT

MpunaraHe Ha )apMaKoONOrMUYeH areHT ypes:

* UHCPY3MOHEH nopT

*« Por!-A-Call

* pesepBoap (NOAKOXEH)

e YCTPOWCTBO 3a CbAOB AOCTbN

* BEHO3EH KaTeTbp

KOp,MpaVI CbLLO KOramo e HanpaBeHa:

* NocTaBsAHe, n3BaxgaHe WM peBU3NA Ha YCTPOWCTBO 3a CbAOB AOCTbN (BUX 610K [766])

* 3apexpgaHe Ha yCTPOWCTBO 3a AOCTaBAHe Ha MegukameHTn (96209 [1920])

He BKMOYBA: xupypruuHa kaTeTepusauusa ¢ npunaraHe Ha XxuMuoTepaneBTUUeH areHT
(Bux 6nok [741])

MpunoxeHue Ha papmakoTepanus

96199-02

MHTpaBeHO3HO MNpuaoXeHWe Ha (apmMakonormyeH areHT, MNPOTUBOUHMEKLMNO3EH areHT
MpunaraHe Ha papMakonOrMyeH areHT ypes:

* UHPY3MOHEH NopT

e Por!-A-Call

* pesepBoap (NOAKOXEH)

* YCTPOWCTBO 3a CbAOB AOCTbN

* BEHO3eH KaTeTbp

KOp,I/IpEiI‘/'I CbLLO KOramTo € HanpaBeHa:

e NocTaBsAHe, n3BaxgaHe WM peBU3NUA Ha YCTPOWCTBO 3a CbAOB AO0CTbN (BMX 610K [766])
* 3apexpgaHe Ha yCTPOWCTBO 3a fOCTaBAHe Ha MegukameHTn (96209 [1920])



He BKMOUBA: xupypruuHa KkaTeTepusalus C npuaaraHe Ha XMMmumoTepaneBTUYEH areHT
(Bux 6n0ok [741])

MpunoxeHne Ha papmakoTepanusa

96199-03 MHTpaBeHO3HO MNpuaoxeHnme Ha dapmMakosiormyeH areHT, cTepoup

MpunaraHe Ha papMaKko/iOrMYeH areHT 4Ypes:

* UHCPY3MOHEH nopT

« Por!-A-Call

* pesepBoap (NOAKOXEH)

e YCTPOWCTBO 3a CbAOB AOCTbN

* BEHO3EH KaTeTbp

KO,EI,VIpaI7I CbLLO KOramo e HanpaBeHa:

® nocTaBsHe, M3BaX/AaHe UNN PeBU3NA Ha YCTPOWCTBO 3a CbAOB AOCTbN (BUX 610K [766])

* 3apexpgaHe Ha yCTPOMWCTBO 3a AOCTaBAHe Ha MegunkameHTn (96209 [1920])

He BK/MOYBA: xupypruuHa kaTeTepusaunusa ¢ npunaraHe Ha XxuMuoTepaneBTUUeH areHT
(Bux 6nok [741])

96197-03 MYCKYNHO NpunoxeHne Ha papmako/sormyeH areHT, ctepouns

MpunoxeHne Ha hapmakoTepanus

96199-09 WHTpaBeHO3HO NpuaoxeHne Ha papMakosorMyeH areHT, ApYyr n HecneunduyeH
hapmMakonormyeH areHTt
MpunaraHe Ha papmMako/iOTMYeH areHT ypes:
* UHCPY3MOHEH nopT
*« Por!-A-Call
* pesepBoap (NOAKOXEH)
e YCTPOWCTBO 3a CbAOB AOCTbN
e BEHO3EH KaTeTbp
KO,EI,VIpaI7I CbLLO KOramo e HanpaBeHa:
* NocTaBsHe, n3BaxgaHe WM peBU3NUA Ha YCTPOWCTBO 3a CbAOB A0CTbN (BUX 610K [766])
* 3apexpgaHe Ha yCTPOWCTBO 3a AOCTaBAHe Ha MegukameHTn (96209 [1920])
He BKMOUBA: xupypruuHa KaTeTepusaluus ¢ npuaaraHe Ha XumMmuoTepaneBTUUYEH areHT
(Bux 610k [741])

96197-09 MyYCKYNHO npunoxeHune Ha papMakosiorMyeH areHT, ApYyr u HecneundunyeH
hapMakonornyeH areHT

M3nckBaHe: KAMHMYHaATa NbTeka Cce cuyuTa 3a 3aBbplleHa, ako ca MPUIOXKEHU U OTYETEHU Tpwu
OCHOBHW AMAarHOCTUYHW W ABe OCHOBHW TepaneBTUYHM npoueaypu, nocovyeHn B Tabnuua KopgoBe Ha
OCHOBHMW npoueaypu.

Mpu nbpBa xXocnutanusayunsa No NOBOJ reHeTUYHO 3abonaBaHe:

KnnHunuyHata nbTeka ce OTUYMTA CbC 3aA4b/IXUTENHO MNPOBEeJEeHO FeHeTUYHO uscnenBaHe:
.~MeTabonnMTeH CKPUHUHI WAM aHanNM3 Ha ypuHa 3a MyKono/simsaxapugun, aMMUHOKUCENUHU WNKn
OpraHM4YHW KucenmHm” 6n0ok 1932 (91226-00, 91226-01, 91226-02) wunwm eH3nmeH u/mnum AHK -
aHasnn3, B cNyyauTe Korato ce Kacae 3a reHeTMYHO 3abonfABaHe W aHaNIU3NTe ca Bb3MOXHU B
Bbnrapusa, 6n1ok 1923.

OcHoBHa npoueaypa 92191-00 unm 92191-01 ce ocbu,ecTBABA NPU HEOBXOAMMOCT M Ce npunara
npu gmnarHoctuumpaHe Ha COVIN-19. Tasu npouegypa ce u3BbpWBaA MNPM NoKasaHUA W ce OoTYMTa Kato
AOMNBb/IHUTENHA AMarHocTuMyHa npoueaypa KbM APYrUTe AMArHOCTUYHM npoueaypu, NOCOYEHN BbB BCEKM
AVAarHOCTUYHO-NevyebeH anNropnuTbM Ha CbOTBeTHaTa KNMHUYHA NbTeka.

4. ycnosuma 3A CKJIYBAHE HA JOTOBOP N 3A N3NBJ/IHEHME HA KIMHUYHATA NMbTEKA
KnmHunuyHaTta nbTeka BKAUYBa [JelHOCTW W ycnyru, B o6xBaTa Ha MeAguuMHCKaTa CNeyunasHoOCT

"Mepuatpua™, ocblUecTBABaHa Ha TPeToO HWBO Ha KOMMETEHTHOCT, CbrNacHO MeAULUHCKN
cTaHpgapT "MepunaTtpua", B o6xBaTa Ha MeguUMHCKaATaA cneyuvanHocCT "HeoHaTonorua",
ocblulecTBABaHa Ha TPeTO HWUBO Ha KOMMETEHTHOCT, CBbracCHO MeAULUHCKM CcTaHpgapT
"HeoHaTonorma" (3a geua fo 28-us AeH).

M3nckBaHUATa 3a HanAMume Ha 3a4Ab/IKUTENHW 3BeHa, anapatypa W cneyunmanuctn ca B CbOTBeTCTBUE C
NoOCoOYeHUTEe MeAULWUHCKN CTaHAapTu.



a) SAOBJDKUTENHN 3BEHA, MEAUMLIMHCKA AMNAPATYPA 1 OBOPYABAHE, HATMMHN U
®YHKLUMOHUPALLUN HA TEPUTOPUATA HA NEYEBHOTO 3ABEAEHUE, U3ANBIIHATEN HA
BOJIHNYHA MOMOLL,

Jleye6HOTO 3aBegeHue 3a OONMHMYHA MOMOLL, MOXE Aa OCUIypMW 4pe3 AOroBOpP, BMEHEHUTE KaTo
3a4bJDKUTENHM 3BEHA, MeAUUMHCKA anapaTtypa u obopyaBaHe, u C Apyro neyebHo 3aBefeHue 3a
U3BBbLHOONMHUYHA MM BOMHMYHA MOMOLLL, PA3NONOXKEHO HA TepUTOpUsTa My U uMaLlo aorosop ¢ H3OK.

3agbmKuTenHo sgeHo/MegULUMHCKA anapartypa

1.KnuHuka/otaenenune no neguatpusd
unu
HeoHaTonornyHa KnuHuUKa/oTaeneHmne

2. KnuHnuna naboparopus ¢ |l unu 1l HUBO HA KOMNETEHTHOCT, BKN. KIA,
XEMOCTa3nonorus

3. CTpyKTypa 3a peHTreHOBO U3cneaBaHe — PeHreHoB anaparT 3a cKkonusa u rpadus
4. 3BEHO 32 UHTEH3UBHO NeYeHune

B cnyuyaute, korato ne4yebHOTO 3aBeaeHMe 3a BONMHMYHA NOMOLLL HE pa3nonara cbC COGCTBEHA KITMHUYHA
nabopartopus, TO cneisa ga OCUIYpU OCBLUECTBABAHETO Ha AEWHOCT NO KNuHM4YHA naboparopusa OT
CbOTBETHOTO HMBO MO AOrOBOP CbC CAMOCTOATENHA MEAUKO-ANArHOCTMYHA NabopaTopust UK C KNUHUYHA
naboparopusa — CTpykTypa Ha apyro nedyebHo 3aBeaeHue. B Te3m crnydyam nadbopartopusita, ¢ KOSITO €
CKITIOMEH A0rOBOPBT, crieaBa Aa 6bae pasnonoXeHa B €4Ha u cblla crpaga ¢ onHuuara unm B paMkuTe
Ha 6onHuuaTa. C 4oroBopa 3aabimKUTENHO ce obesneyaBa 24-4acoOBO OCbLUECTBSABAHE HA AENHOCTUTE NO
KNUHMYHA nabopatopus 3a Hy>XauTe Ha CTPYKTyparta no HeoHartonorus/neanarpus.

SAOBIMKUTENHN 3BEHA, MEANWUMHCKA AMAPATYPA N OBOPYIBAHE, HEOBXOAMMU 3A
M3NBJIHEHME HA ANIFOPUTBbMA HA NBTEKATA, HEHANIWYHWN HA TEPUTOPUATA HA
JIEYEBHOTO 3ABEOEHUE, USMBINHATEN HA BONHNYHA NMOMOLL

JleyeBHOTO 3aBegeHMe 3a BONHUYHA NOMOLL, MOXKE 4a OCUTYPU AENHOCTTA Ha CbOTBETHOTO 384 bIDKUTENMHO
3BEHO Ype3 JOroBOp C APYro nevyebHo 3aBeJEeHUE HAa TEPUTOPUATA HA HACENEHOTO MACTO, KOETO OTroBaps
Ha U3UCKBAHMSITA 3a anapatypa, obopyaBaHe u cneynanucTu 3a tasu K u uma gorosop ¢ H30OK.

3agbnxuTenHo sBeHo/MegULIMHCKA anapartypa

1. ImyHONornyHa naboparopus — Ha TepuTOpuATa Ha obnacrtra
2. NNaBGopaTtopus (0OTAENEeHNe)No KNMHUYHA NaToNorMsa — Ha TeEpUTOopUATa Ha obnacrtra

3. Knunuka/otaeneHune no obpasHa auarHocruka, pasnonarawo ¢ KT /MPT, ¢ ocurypeHo
obcnykBaHe Ha DonHuuarta 24-4aca B AEHOHOLLMETO, BKITIOYUTENHO M NPU CMELUHU
CbCTOSAHMA

4. BupyconorunyHa naboparopusi - Ha TEpuTopuAaTa Ha obrnacrra
5. Exokapguorpac
6. LiutoreHeTnyHa naboparopusa — Ha TepuTopuATa Ha obnacrtra

7. F'eHeT4uHa nabopartopua 3a metabonuteH, eHanmeH u AHK — aHanus — Ha
TepuTopuATa Ha CTpaHaTta

8. MukpobuonornuHa naboparopus - Ha TepuTopuaTa Ha obnacrra

6) HEOBXOOMMW CNEUMANTNCTU 3A U3NBNHEHUE HA KNIMHNYHATA MbTEKA.

Heobxoaumu cneumanucTu 3a yie4YeHne Ha NaLMeHTU Ha Bb3pPacT 00 28-usA AeH OT paxaaHeTo
(cbrnacHo MegUUMHCKM cTaHgapT no “Heonaronorua’):

- HaW-mManko LecTuma riekapu, OT KOUTO Hal-manko 4YeTupumMa CbC crneumanHoct "lMeguatpusa”,
Han-mMarnko equH uMa JoNbNHUTENHa KBanudukaumsa 3a n3sbpLuBaHe Ha exorpadus (TpaHcdoHTaHenHa
uw/vnu abgoMuHanHa) U HawW-manko gsama ca ¢ npuagobuta BTOpa CNeuuanHocT C neguarpuyHa
HaCOYEHOCT; Unu

- Han-manko LwecTtuma nekapu, oT KOUTO HaW-manko Tpuma CbC cneumanHoct "HeonaTtonorusa",
€4WH 0T TSX ¢ kBanudmkaumsi no exorpadusi — TpaHCAOHTaHeNHa u/unu abgoMuHarnHa;

- Jlekap - cneuuanucT no kKnuHudHa nabopartopus.

5. UHONKALIMN SA XOCMUTAJIM3ALIMA N NEYEHUE




a) UHOUKALIMU 3A XOCIMUTANTUSALINA.

MbpBOHAaYanHoO AWAarHOCTUYHO YTOYHSIBAHE, OMNpeaensiHe Ha TepaneBTUYHOTO MNOBEeAEeHUE U
3ano4saHe Ha neyeHue Ha BONMHU CbC CbMHEHME 3a MeTabonuTHO 3abonsBaHe:

* MetabonuTtHa kpusa

+ KomaT03HO CbCTOsIHME

* [bpyoB CUHAPOM

* [pu HesACHa guarHo3a 3a yTOYHSBaHe.

6) AMATHOCTUYHO - NEYEBEH ANNTOPUTDBM.

AVNATHOCTUYHO - NEYEBHUAT ANTOPUTBbM E SAABIMKUTENEH 3A U3NMBJIHEHUE U
OMPEAENA NMAKETA OT BOJIHUYHWN 30PABHU OEMHOCTU, KOUTO CE 3AMJALLUAT MO TA3U
KINMMHUYHA MBbTEKA.

Mpuem u AMarHOCTUYHO-NeyebeH nNnaH

MeTabonutHu 3abonABaHuA: NaunMeHTUTe NOCTHLNBAT B KIIMHUKATA 3a NOCTaBAHE HA AMarHosa u
3a JievyeHue, Korato ca B AeKOMMEHCUpaHO CbCTosiHMe. LlenTa e Bb3CTaHOBsSIBAHE HA XXM3HEHWUTe
nokasarenu, nNpeoaonsBaHe Ha KOMAaTO3HOTO CbCTOSIHME, W3YUCTBAHE Ha opraHuaMa OT HaTpynaHus
TOKCMYeH cybectpar u crabunuanpaHe Ha oOOMeEHHUTE npouecu. PassicHsBaHe Ha poauTenuTe 3a
AonycHaTuTe Nponycku B AMETUYHOTO U MEeAUKaMEHTO3HOTO flevyeHune C Len npefoTBpaTtsiBaHe Ha no-
HaTaTbLUHW METAbOMUTHU KpU3N.

JnarHoctuyHu uscneanBaHus:

-Jlo 48-ua yac — ce usBbpwiBar crneaHuTe udcneaBaHusa - KK, ypuHa, Guoxumua (camo
uscneaBaHusiTa HeobxoaMMu 3a AOKA3BaHE HA AuarHo3ara), nakraT, aMOHSK;

- Mo 72-navac ce nssbpueat - EEl n B3emaHe Ha KpbB U YpUHa 3a cneymanusupaHu nscneaBaHus
(AMUHOKUCENUHKU, OPraHWYHU KUCEMWHWUHMW, MYKOMONM3axapuau, €H3UMMHU WU3CreaBaHusl) npu
HeobX0AUMOCT;

- [o kpasa Ha BONHUYHUA NPECTON, B 3aBUCUMOCT OT CbCTOSSHMETO Ha AETETO M HEOBXOAUMOCT 3a
NoCTaBsHE U YTOJHSIBAHE Ha AuarHosata - TpaHcdoHTaHenHa exorpadus, PEHTIEHOBO
uscrneaBaHe, exorpadua Ha KOPEMHU OpraHu, exokapauorpadus, KOHCYNTauuu ¢ HEBPONOT,
KapauMonor, 3ano4YBaHe Ha KUHe3UTepanua.

JleyeHue
Mo Bpeme Ha xocnuTanu3auuara nedeHneTo € OCHOBHO CUMNTOMATUYHO.
MedukameHmMo3HO nedeHue - UHPY3Us Ha IMI0KO3a, eNeKTPONUTHU, BUONOrMYHK NPOAYKTU, XPAHEHE

CbC COHAA, NAPeHTEPanHo U1 0pPanHo NPUMOXEHUE Ha aHTUONOTUK, KOPTUKOCTEPOU L, aHTUKOHBYICAHTH,
aHTUEeMETUYHMN CpeacTBa.

EH3um-3amecTBawla tepanusa npu nauueHtu ¢ 6onectra Ha lowe ce otumta ¢ Alp Ne 33 -
JflapeHtepanHa mHdy3usa Ha NEeKapCTBEHU NPOAYKTU MO TepeneBTUYHa cxema”, ¢ 6naHka Ne8A |, karto
OTYMTAHETO Ha NPUIOXKEHUTE NEKAPCTBEHU CPEACTBA CE U3BBLPLUBA MO YCTAHOBEHUS ped.

Bb3MOXHOCTTA 3a OTYMTAHE HA MauUMeHTU MO nMbTeKaTa ce 3ana3Ba camMoO 3a crlyyauTe Ha
OWarHoCTUKa u NnpocrieasaBaHe Ha CbCTOAHUETO.

6. MNOCTABAHE HA OKOHYATENHA ANATHOS3A.

Cnopea KNuMHWYHATA KapTUHA, cTaTyca M Crefd XUCTONOTMYHO (MpU OMpeAeneHn HO30Toruu),
LMTOreHeTUYHO, MOMNEKYNSIPHO U3CreaBaHe.

7. AEXOCMNTANMU3ALNA U ONPEAENAHE HA CINEABOJIHAYEH PEXUM.

KOHTpOn Ha 34paBHOTO CLCTOSTHME Ha NAUMEeHTa u MeQULMHCKO 3aKIIOYEeHUEe 3a NUNca Ha MEAULMHCKK
PUCK OT MPUKMIOYBaHE HA BONMHUYHOTO NEYEHNE Bb3 OCHOBA HA ODEKTUBHU AAHHU 3a CTabUNu3mMpaHe Ha
CbCTOAHUETO (KNUHUYHM/MAPaKNUHUYHW) W:

MeauLUMHCKN KpUTEPUU 33 AeXxocnuTanusauus:

- AWNAarHOCTUYHO YTOYHSIBAHE;

- KOPEKUMS Ha XXM3HEeHWUTe nokasaTenu;

- cTtabunuanpaHe Ha KNMUHUYHOTO CLCTOSAHME;

- onpeaensiHe Ha TepaneBTUYHOTO NMOBEAEHUE U XUTUEHHO-AUETUYHUSA PEXUM.

8. OOKYMEHTUPAHE HA AEVMHOCTUTE MO KNNHUYHATA NbTEKA




XOCIMUTAJIUSAUMNATA HA NALUMEHTA ce gokymeHnTupa B “Ylcmopus Ha 3abonsaeaHemo” (N3) n B 4act
Il Ha “HanpaeneHue 3a xocniumanu3auusa” - 6n. M3-H30K Ne7.

OOKYMEHTUPAHE HA AOWATHOCTMYHO - JNIEMEBHUA ANTOPUTBM - B “Mecmopus Ha
3abonseaHemo”.

M3NMNCBAHETO/NMPEBEXOAHETO KbM APYIO JIEMEBHO 3ABEOEHVE CE OOKYMEHTUPA B:
- “‘Uiemopus Ha 3aboniseaHemo”;

- vacrt lll Ha “HanpaeneHue 3a xocnumanusayusa” - 6n. M3-H30K Ne7;

- enukKpusa — nony4vasa ce cpeLly noanuc Ha naumMeHTa (poauTena/HacTorHuKa), otpaseH B U3.

DEKNAPALIMA 3A UHPOPMUPAHO COBIJIACUE (OokymMeHT NO........ccccomvreeecenn ) — noamucea oOT
nauueHTa (poauTena/HacTOMHUKA) U € HepasaenHa YacT oT “Memopus Ha 3abonseaHemo”,

AOKYMEHT Ne 4
WH®OPMALMSA 3A POOUTENA /HACTOUHUKA/MONEYUTENA

HacneacTtBeHMTe MeTabONMMTHM ©OMNeCTU ca rpyna OT reHeTUdHU 3abonsBaHus, NpU KOUTO
nincara Ha onpeaeneH €eH3um BOAM A0 YBPEeXAaHe Ha pasnUYHM OpPraHu, BKMIOYMTENHO MO3bKa.
EH3umuTte ca OentbuM, KOUTO UMAT MHOIO (PYHKUMM, BKIIOMUTENHO pasrpa)aaHe Ha onpeaeneHu
BELLeCTBa B opraHuama. MNpu metabonutHute 60necTu ToBa pasrpa)kgaHe € HapyLleHo, BELLEeCTBaTa He
Ce U3NON3BAaT NbJIHOLEHHO, a Ce HATPynBaT B Pa3nU4HM TbKaHKU, CTABaT TOKCUYHK 3a TAX U TOBA BOAU A0
nposieata Ha onpeaerneHa metabonuTHa Gonect. TexecTtra Ha 3abonsBaHeTO 3aBUCU OT BMAA Ha
NUNCBAaLUUA EH3UM U OPraHUTE, KOMTO Ca 3acerHaTwu.

MeTtabonutHute 3abonaABaHMa Cce MNpPUUUHABAT OT AedeKkT B reHa, KOWTO € OTIOBOPEeH 3a
CUHTE3MPAHETO Ha AadeH eH3uM. B noBeyveTo cnyyam 1031 gedekT ce HOCK OT ABamara poauTenu, HO B
eauHUYHa ao3sa. Nopaaun Tasu NpuyYMHa POAUTENUTE NMPaKTUYECKM ca 3apaBu. 10 BpEME Ha ONNOXKAAHETO
Ha CriydaeH NpuHUMN Te3un aBa gedekta ce cbbupar 3aeaHo B KNeTkute Ha 6bAewoTo AeTe u ePekTbT OT
TSIXHOTO KOMOMHUpAHE € NposABaTa Ha ONpeAeneHo HAacCNeaACTBEHO MeTabonMTHO 3abonsiBaHe.

MeTtabonutHute Bonectu ca peaku. EaHa ronsma 4acT OT TSX Ce NPosBABAT B A€TCKATa Bb3pacT.
XapakTepHo 3a Tax e, Ye geuarta ce paxaar Ha TEPMUH, C HOPMArHU TErno u pbCT U B MHOTO Cry4au
TSIXHOTO pa3BUTUE MpPe3 NbpBUTE AHM, CEAMMLM WNM MECeuu € HanbfHO HOopManHo. bonectra ce
nposieaABa cnej M3BECTHO BPEME, ThI KATO € He06Xx0aMM pasnuyHO AbbI NeEpUoa Npe3 KOWTO B OpraHnu3ma
[a ce HaTpyna TOBa BELLECTBO, KOETO nopaaun aedeKkra He MOXe a ce pasrpaxaa. 3abonaBaHeTo MOXe
Ja ce NposiBM C NOBpPbLUAHE (0COBEHO Mo BpeME Ha MHPeKL M), yBENMYEHME HA YepHUs Apob u crneskarta,
rbpyoBE, NPOBNEMU C ANLLIAHETO, MPOMSIHA B Cb3HAHUETO.

M3KMIOUUTENHO BAXKHO € NALMEHTHT CbC CXOAHU ONMakBaHuA Aa 6bae HAacOoYEeH KbM CneunanucT 3a
TbPCEHE HA MPUYMHATA WU E€BEHTyanHo nedyeHue. ToyHaTa AuarHo3a AaBa BbL3MOXHOCT Ha nekaps aa
onpeaenu xoaa Ha pasBuTue Ha DOMECTTa M HeWHaTa NPOorHo3a, CTEMEHTA Ha yBpeXadaHe Ha AeTeTo -
PU3NYECKN N MCUXNUECKN.

MpoTuyaHeTo Ha meTabonuTHUTE BONECcTU e pa3nuuHo. EaHn oT TAX ce nposaBsiBat noa dopmara
Ha KpWU3n C NOBPbLUAHE, MPW APYrU MbPBUTE CMMMTOMM Ca rbpyoBe. [deuara morat ga umat 3abaBeHO
dU3NYECKO pas3BUTME - NOLUO HaAJaBaHE Ha TErno, KbCHO cagaHe M npoxoxaaHe. 3abaBeHO € u
NCUXMYECKOTO pas3BuUTMe, Habnogasar ce NPOMEHU B NOBEAEHMETO.

JleueHuneTo Ha meTabonuTHMTE BonecTn e cneuupUUHO 1 B MHOTO Cny4vau € noaabpxallo, He Boau
[0 MbIHO U3NEeKyBaHe Ha aeTeTo. FeHeTuYHMAT aed)ekT He Moxe aa Obae kopurnpaH. HesaBucumo ot
TOBa NOAABbPXKALLOTO NeveHue Tpabea ga ce NpuoXxu HaBpeMe U aaekBaTHO Ha BOAELUUTE CUMNTOMU. TO
Luenu aa npeaoTBpaTh XXMBOTO3aCTPaLLIABALLM CbCTOSAHUSA W Ja OCUTYpU Ha AETETO Bb3MOXHO Han-406po
pasBuTHeE.

Hsikon ot metabonuTHute BONEecTn ce nekyBart CbC CLOTBETHA AueTa. MNpunaraHeTo n Tpabea ga
cTaBa noj CTPOr NeKapCku KOHTPOM M camo Npu nocTtaBeHa amarHo3a. CbLUECTBEHA 4acT OT neyebHusa
nnaH e NPOBEXAaHETO Ha onpeaeneHa pexabunuraunoHHa nporpama, cbobpaseHa CbC CbCTOSHUETO Ha
aeteto. MNpu egHa ronama 4act ot Te3m 6onectn uMa 25% BEepOSATHOCT CNeaBaLwoTo AETE B CEMENCTBOTO
na 6bae 60nHO OT CbLOTO 3abonsiBaHe. ToBa Hanara Te3m CEMENCTBA Aa Ce HAcOoYBAaT KbM reHeTU4Ha
KOHCynTauusa npeaun cneapaula 6pemeHHOCT. ChLECTBYBAT METOAN NPU HAKOU MeTabonutHu Gonectu
aunarHosaTa ga 6bge noctaBeHa no BpeMe Ha OpeMeHHOoCTTa. 3a Tasu Len Ha CEMENCTBO, B KOETO BeYe
uMa poaeHo aeTe ¢ metabonutHa GOMECT U TS € AnarHoCcTuuMpaHa, ce npeanara npeHarariHa guarHosa.
TA He € Bb3MOXHA B CryYauTe, KOraTo NIMNCBa ToYHaTa agnarHosa Ha 60nHOTO aete. MacneaBaT Ce KPbB,
YPUHA UK KbCYE KOXa OT BONHOTO AETE, B KOUTO Ce TbPCAT ONpeaereHn HapyLIeHus.

B MHOro criyyam Te3u n3cneaBaHua ca npoabImKMTENHU, a MOHAKOra U T€ HE NO3BONABAT Aa CTUTHEM
[0 OCHOBHaTa MpuuuHa Ha 3abonaABaHeTo. HesaBMCMMO OT nuncarta Ha TOWHA AuarHosa, geuara ¢
MeTabonuTHK 3abonasaHua Tpabea ga ce Habnogaear NepMognyHO OT CNeLMarnucrT.



