K Ne 83.2 IEYEHUE HA JIMLIA C METABOJINTHUN HAPYLLEHUA
NP1 NIMLA Noa 18 rOANHA

1. MuHuManeH GonHMYEH NPecTon - 3 AHU

nPU OELA
2.1. KOOOBE HA BOJIECTV NO MKB-10

E41 AnumMmeHTapeH Mapasbm
TexXKko pasCTPONCTBO Ha XPaHEHETO C Mapas3bMm
He srmoyvea: kBalwlMopkop npu mapasnvm (E42)

E43 Texko 0enTbYHO-KaNmOPpUHO HeJgoOXpaHBaHe, HEYTOYHEHO
OTOK OT rnagyBaHe

3aTnbcTABaHe

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

Opyru aHemuu, CBbLP3aHU C XPaHEHeTo
Biwmnoyea: meranobnactHa aHemus, HEMOAAaBalla Ce Ha neYeHue ¢ BuTaMmuH B12
unu cponatu

D53.0 AHeMuA, NpUYUHEHA OT 6enTbYeH HeAOUMBK
AHEeMUSI OT HEAOUMBK HA AaMUHOKUCETNNHHN
OpoTtauungypeiHa aHemus

He srmoyea: CuHgpom Ha Lesch-Nyhan (E79.1)

E66.2 EKcCTpeMHO 3aTnbCTsABaHe C anBeosyiapHa XMnoBeHTUnauus
CuHapom Ha Pickwick

E66.8 HOpyru chopmm Ha 3aTnbCTABaHE

BonecTHO 3aTnbCTABaHE
MeTtabonuteH cuHapoOM

PascTpolcTBa Ha OOMAHATA HA APOMAaTHUTE aMUHOKUCENUHMU

E70.0 Knacuyecka cheHUNKeTOHYypUA
E70.1 [Opyru BugoBe xunepdeHunarnaHuHeMun

E70.2 PascTtpoicTBa Ha OOMAHATA HA TUPO3UHA
AnKanToHypus
XunepTuposnHemMus
OxpoHo3a
Tupo3anHeMmus
Tupo3aunHo3a

E70.3 AnOUHU3BLM
ANBUHU3BM:
* OYyeH




® OYHO-KOXKEH

CuHapoMm Ha:

¢ Chediak(-Steinbrinck)-Higashi
¢ Cross

¢ Hermansky-Pudlak

E70.8 Opyru pascTpoicTBa HAa OOMAHATA HA APOMATHUTE AMUHOKUCESTMHUN
PascTtpoiicTea Ha:

e 0OMSAHATa Ha xucTuanHa
e 0bmaAHaTa Ha TpunTodaHa

Pa3cTpoicTBa Ha OOMsAHATA HA AMMHOKUCESIMHUTE C Pa3K/IOHEHA Bepura U Ha MacTHUTE
KUcesnimiu

E71.0 BonecT Ha “ypuHa KaToO KneHoB cupon”

E71.1 Opyru pascTpoicTBa Ha O6MAHAaTa Ha aMUHOKUCESTMHUTE C Pa3KIOHEeHa Bepura
XunepneBUUH-U30NEBLUUHEMMUSA
XunepsanumHemunsa
M3oBanepuaHoBa aymaemms
MeTunmanoHoBa aunaemMus
MNponuoHoBa aunaemus

E71.2 Pa3scTpoicTBO HAa OOMAHATa HA AMUHOKUCEINTMHUTE C Pa3KIOHEeHa Bepura,
HEYTOYHEHO
E71.3 Pa3scTtpoicTBO Ha OOMAHATa HA MACTHUTE KUCENUHU
AapeHoneskoauctpodusa [Addison-Schilder]
dedunuut Ha MyckynHaTa KapHUTUH-NanMUTUNTpaHcdepasa
MuTOXOHAPWANHU U NEPOKCM3OMHM BONECTU
He exntoyea: 6onect Ha Refsum (G60.1)
6onect Ha Schilder (G37.0)
cuHapom Ha Zellweger (Q87.8)

Opyru pascTpoicTBa Ha 06MAHATA HA aMUHOKUCENUHUTE

He exnoyea: OTKNOHEHUA OT HopMmata 0e3 nsaseHo 3abonaBaHe (R70—R89)
pa3cTpoiCcTBa 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.—)

E72.0 PascTpoicTBa Ha TPAHCNOPTUPAHETO HA AMUHOKUCENTUHUN
LuctnHosa
LinctuHypus
Cunapom Ha Fanconi(-de Toni)(-Debre)
Bonect Ha Hartnup
Cunapom Ha Lowe
He exnroyea: pascTpoictaa Ha obmaHaTa Ha TpuntodaHa (E70.8)

E72.1 PascTpoicTBa Ha OOMAHATA Ha CAPa-CbAbPXALMTE AMUHOKUCESTUHU
LinctatnoHnHypus
XOMOUUCTUHYPpUA
MeTnoHnHemuna
Hedwmuut Ha cynduTokcuaasa
He eimnoyea: aecuumt Ha TpaHckobanamuH Il (D51.2)

E72.2 PascTtpoicTBa B METaOONMUTHUA LIMKBI HA ypeATa
ApruHuHemMus
APIrMHUHOCYKLUUHOBA aumaypus
LuTponuHemus
XunepaMmoHUemMmus
He eknroyea: pasCTpoicTea Ha 0bmaHaTa Ha opHUTUHA (E72.4)




E72.3

E72.4

E72.5

E72.8

PascTpoicTBa Ha OOMAHATA HA NMU3MHA U XUAPOKCUITU3MHA
nyTaposa aunaypus

XnapOoKCUNU3NHE MUS

XunepnuanHemunsa

PascTpoicTBa Ha OOMAHATA HA OPHUTUHA
OpHutuHemus (tun 1, 1)

PascTpoicTBa Ha OGMAHATA HA MMULUMHA
XunepxuapoKkCunponnHeMus
XunepnponuHemua (tun I, 1)

HekeToHOBa xuneprimumHeMns
CapkoanHemusa

Apyrn yTouHeHU pa3cTPpoNCTBa HA OOMAHATA HA AMUHOKUCENTMHUTE
PascTpoiicTea:

¢ Ha 0ObMAHATA HA B-aMUHOKUCENUHUTE

® B Y-IMNyTaMWUIOBUS LUKBLI

HenoHOCUMOCT KbM flakTo3a

E73.0 BpoaeH HeAOMMBK Ha nakrasa

E73.1 BropuyeH HegOUMbK Ha nakrasa

E73.8 Apyrm BUAOBE HEMOHOCUMOCT KbM FlaKkTo3a

Opyru pascTporcTBa Ha OOMAHATa HA BbrnexugpaTure
He simoyea: noBuULLIEHA CeKkpeLumnsa Ha rntokaroH (E16.3)

E74.0

E74.1

E74.2

E74.4

3axapeH guabet (E10—E14)
xunornukemuna bAY (E16.2)
Mykononuasaxapugosa (E76.0—E76.3)

BonecTt Ha HaTPynNnBaHeTO Ha IMUKOreH
CbpaeyHa rnukoreHosa

Bbonecrt Ha:
e Andersen
e Cori
¢ Forbes

e Hers

e McArdle

¢ Pompe

e Tauri

¢ Von Gierke

Heagoumbk Ha YepHoapobHa docopunasa

PascTpoicTBa Ha o6MAHaTa Ha (hppyKTOo3aTa
EceHunanHa dpykTosypusa

HegouMbk Ha dpykT030-1,6-andhocharasa
HacneacreeHa HENOHOCUMOCT KbM OpYKTO3a

PascTtpoicTBa Ha OOMAHATA Ha ranakros3arta
Hepgoumbk Ha ranakTokMHasa
anakTosemus

PascTtpoicTBa Ha OOMAHATaA HA NUPYBAaTa U MMIOKOHeOoreHe3arta
Heponmbk Ha:

e hochoeHonNUpPyBaT kKapOOKCMKMHA3a

¢ MMpyBarT:
e kapbokcunasa
e JexuaporeHasa




He skmouea: ¢ aHemua (D55.—)

E74.8 [Opyru yTOYHEHU pa3CTPOMCTBA HA OOMAHATA HA Bbrnexugparurte
EceHuunanHa neHTosypud
Oxcano3sa
Okcanypu4
PeHnanHa rnioko3ypus

Pa3cTpoicTBa Ha OOMAHATA HA ¢ dDMHronuMNUMAauTe U APYrvu HapyleHUsi Ha HaTPynBaHe Ha
nunuaguTe
E75.0 Manrnuo3sngosa GM2

BbonecT Ha:

+ Sandhoff

¢ Tay-Sachs

e GM2 raHrnmosungo3sa:

e BY

¢ [PV Bb3PAaCTHU

e [OBEHUITHA

E75.1 Opyrv raHrnmosngosu
FaHrnMosungosa:
e BY
e GM 1
eGM 3
Mykonunugosa IV

E75.2 [Opyru cchuHronunuaosu

Bonecr Ha:

¢ Fabry(-Anderson)

e Gaucher

¢ Krabbe

+ Niemann-Pick

Cunapom Ha Farber
MeTaxpomaTudHa neskogucTpodua

Hegoumbk Ha cyndpaTasa

He sknroyea: agpeHoneskoauctpodua [Addison-Schilder] (E71.3)

E75.3 CduHronunuaosa, HeyToYyHeHa

E75.4 JlunodycumHo3a Ha HEBPOHUTE
Bonecr Ha:
o Batten
¢ Bielschowsky-Jansky
e Kufs
¢ Spielmeyer-Vogt

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

Pa3cTpoicTBa Ha OOGMAHATA HA [MIOKO3aMUHOIIUMKAHUTE

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

E76.1 Mykononusaxapugo3sa, Tun Il
Cungpom Ha Hunter

E76.2 Opyrn mykononusaxapuaosu




HegoumMmbK Ha B-rnOKypoHuaasa
Mykononusaxapugo3sa, tunose lll, IV, VI, VII
CuHApPOM Ha:

¢ Maroteaux-Lamy (nek)(TexbkK)

¢ Morquio(-nogo6eH)(knacu4ecku)

¢ Sanfilippo (tun B)(tun C)(tun D)

E76.8 [Opyru pascTpoACTBa HAa OOMAHATA HA IMHOKO3aMUHOTTIUKAHUTE

PascTponcTBa Ha OOMAHATA HA [MIOKONPOTEUHUTE

E77.0 DedekTn B nocTTpaHcnauMoHHara mogudmkaums Ha IM3030MHUTE EH3UMUN
Mykonunuao3sa Il [I-kneTbuHa 6onecr]
Mykonunuaosa lll [ncesgo- Hurler nonnancrpoduns]

E77.1 DedekTn B pasrpaxaaHeTo Ha rnKonpoTe UHUTE
AcCnapTunrnoko3aMmuHypus
dyko3ngosa
MaHHOo3na03a
Cuanuaosa [mykonunugosa ]

E77.8 [Opyru pa3cTpoicTBa HAa OOMAHATa Ha IMHKONPOTEUHUTE

PasctpoiicTBa Ha OOMAHATA HA NMMNONPOTEMHUTE U APYIU NIUNUAEMUU
He sinoyea: chuHronunuaosmn (E75.0—E75.3)

E78.0 YucTta xunepxonecreponemMusa
$bamunHa xmnepxonecreponemms
XunepnunonpoTtenHemua Ha Fredrickson, Tun lla
XunepbeTtanunonpotTenHemus
Xunepnunuaemus, rpyna A
XunepnunonpoTeMHeEMUA ¢ NIMNONPOTEUHNU C HACKA NNBTHOCT [LDL]

E78.1 YucTta xuneprnuuepuaemMms
EHgoreHHa xvneprnvuepugemms
XunepnunonpoTtenHemua Ha Fredrickson, Tun IV
Xunepnunuaemus, rpyna B
XunepnpebeTanMnonpoTenHemMns
XunepnunonpoTeMHeEMUA ¢ NIMNONPOTEUHU C MHOFO HUCKA NbTHOCT [VLDL]

E78.2 CwmeceHa xunepnunuaemus
O6LwmpHa unu nnaesawa 6etanunonpoTenHeEMUsI
XunepnunonpotenHemuna Ha Fredrickson, Tun llb unu 1l
XunepbeTtanunonpoTemHeMus ¢ npebetanunonpoTenHeMnst
XunepxonecreponeMns ¢ eHAOreHHa XxunepriuepuaeMmms
Xunepnunugemus, rpyna C
TyGepo-epynTUBHA KCAHTOMA
Xanthoma tuberosum

He exnroyea: uepebpoTeHAMHO3HA xonecTeposa [van Bogaert-Scherer-Epstein] (E75.5)

E78.3 XunepxunoMuUKpOHeMUs
XunepnunonpoTtenHemua Ha Fredrickson, Tun | unu V
Xunepnunuaemus, rpyna D
CmeceHa xuneprauuepuaeMms

E78.4 Apyrn xunepnunuaemMun

E78.6 HegouMbK Ha NMNONPOTEUHU
AbeTanunonpoTenHeMusi
HegoumbK Ha MMNONPOTENHU C BUCOKA NITBTHOCT
XunoandanunonpoTeMHeMus
XunobetanunonpotenHemus (pammunHa)
HegouMbK HA neyuTUH-xonecTepon-auMntpaHcoepasa




E78.8
E79.1
E79.8

TaHxkepcka bonect

Opyru pascTpocTBa Ha OOMAHATA HA NIUNONPOTEUHUTE
CuHgpom Ha Lesch-Nyhan

Opyrm pa3cTponcTBa Ha OOMAHATaA HA NypWHa U NUPUMUAONHA
HacneacreeHa KCaHTUHYpUS

Pa3cTpoicTBa Ha 06MAHaTa Ha nopdupuHa U GUNUPYOUHA

E80.0

E80.1
E80.2

HacnencrteeHa eputponoeTuyHa nopdpupus
BpoaeHa eputponoetuyHa nopcupus
EpuTponoetnyHa npotonopdupua

Mopdupua kytaHea Tapga

Opyru nopdupun

HacneacrteeHna konponopdupua

Mopdupus:

o BOY

e OCTpa UHTEPMUTEHTHA (YepHoapoOHa)
Mpn HEOOBXOAMMOCT OT MAEHTUDULMPAHE HA NpUYKMHATA Ce M3Non3Ba
OONBbIIHUTENEH KOA 3a BbHLUHKU NPUYKnHK (Knac XX).

PascTpoicTBa Ha MUHepanHaTta obmsaHa
He skmoyea: anuMeHTapeH HeAOUMBbK HA MMHepanHu sewecTtea (E58—E6G1)

E83.0

E83.2

E83.4

pascTpoicTBa Ha napawmtoBuaHaTta xnesa (E20—E21)

HegoUMbK Ha BuTamuH D (E55.—)
PascTpoicTBa Ha oOMAHaTa Ha MeATa
Bonect Ha Menkes (6onecT Ha kbapaBuTe Kocu) (Bonect Ha CTOMaHEHUTE KOCK)
Bornect Ha Wilson

PascTpoicTBa Ha OGMAHAaTa Ha LIMHKA
EHTeponaTeH akpogepmaTtut

PascTtpoicTBa Ha O6MAHaTa HA MarHe3us
XunepmarHesemus
XunomarHesemus

Opyru pascTpOUCTBa BbB BOAHO-ENEKTPONIMTHUSA U AJNTIKAJTHO-KUCENUHHUA BanaHc

E87.0 XunepocmonapurteT XxunepHaTpuemMus

E87.8

Manuwbk Ha HaTpuii [Na]
MNpeTtoBapeaHe ¢ HaTpuii [Na

Apyru pascTpoicTBa BbB BOAHO-CONEBOTO paBHOBECHe, HeKknacuduumpaim
apyran

Pa3cTponcTBo Ha enekTponuTHUs BanaHc bAY

Xunepxnopemus

Xunoxnopemus

Opyru pascTpoicTBa Ha o6MAHAaTa HA BewecTBarTa
He sinoyea: xuctnoyutosa X (xpoHuyHa) (D76.0)

E88.1

Mpu HeoOXxoAUMOCT OT uMAeHTUUUMPAHE HA  NEeKapCTBEHOTO  CpPeAacCTBoO,
npeamn3BuKano pascTponcTBO Ha obmsAHaTa Ha BewecTBara, Ce K3non3ea
OONbIIHUTENEH KOA 3@ BLHLUHKU NpUYnHK (Knac XX).

Jlunoguctpoduma, HeknacudpuumpaHa gpyrage
Jlunoauctpocua 6OY
He exmmroyea: 6onecrt Ha Whipple (K90.8)




E88.2
NnnomaTtosa, HeknacuguumnpaHa npyrapge

lnnomaTto3sa:
«BAY
e 60oNe3HeHa percuT]

£88.8 Apyrn yToyuHeHun pa3cTpolicTBa Ha o6mMAHaTa Ha Bel,ecTBaTa
ApeHonmnomaTto3a Ha “aumno”5-Ben5awniie
TpumetTnnamunHypusa

KOOOBE HA OCHOBHW NPOUEAYPU

2.2. OCHOBHW ANATHOCTUYHW NPOUEAYPWU

KomMnioTbpHa TOMOrpadusa Ha MO3bK

KomniooTbpHa Tomorpadgusa Ha rnasa BAY
He BK/MOYBA: komnioTbpHa ToMorpadusa:
e Npn cnupanHa aHrnorpadpuma (57350 [1966])
npu ckaHupaHe Ha:
e rpbaeH kow (57001,57007 [1957])
* 1 kopem (57001-01,57007-01 [1957])
e NAuueBa KOCT W OKONOHOCeH cuHyc (56030-00, 56036-00 [1956])
e cpefHO yxo u TemnopanHa kocT (56016-02, 56016-03, 56016-06,
56016-07 [1955])
* op6buTta (56013-02, 56013-03 [1954])
e nuTyntapHa amka (56010-02, 56010-03 [1953])

56001-00 KoMmnioTbpHa ToMmorpamus Ha MO3bK

56007-00 KoMmnioTbpHa Tomorpadusa Ha MO3bK C UHTpaBeHO3Ha KOHTpacTHa maTtepus
KomnioTbpHa Tomorpagumsa Ha MO3bk 6e3, cnej ToBa C BEHO3eH KOHTpacT

PeHTreHorpadg s Ha rnasa Wiau wus

He BK/MOYBa: Ha wueH rpb6HaK (58100-00 [1968])

57901-00 PeHTreHorpadgusa Ha yepen
BknouBa: Kaneapuym
He BKMouBa: uedanometpus (57902-00, 57930-00, 57933-00 [1967])
TakaBa Ha:
e MmacTtomagHa kocTt (57906-00 [1967])
* OKO/MTOHOCeH cuHyc (57903-00 [1967])
e NeTpo3Ha TemnopasiHa KocT (57909-00 [1967])

PeHTreHorpacgma Ha ropeH KpamHUK

57512-03 PeHTreHorpadgunsa Ha gnaH, NpbCTU N KUTKa

PeHTreHorpagus Ha Ta3

57715-00 PeHTreHorpadgusa Ha Tas
Pagunorpaduna Ha Ta3oB BXof
He Bk/Mto4uBa: paguorpaccka nensumetpua (59503-00 [1981])

57712-00 PeHTreHorpacgunsa Ha TazobegpeHa cTtaBa




He BKMOYBa: koHTpacTHa apTporpadua (59751-00 [1985])
TakaBa Ha (pemypHa wwuinka (57518-00 [1983])

Papnorpadmna Ha goneH kKpalHuKK

57518-00 PeHTreHorpadgusa Ha cbemyp
Pagvnorpadgusa Ha 6eapo
He BKMOUBa: takasa npu BbTpewHa hukcauns Ha pemopanHa dpaktypa (57721-00

[1981])

57518-01 PeHTreHorpagumsa Ha KO/ASSHO
He BKMOYBA: nacneasaHe KocTHa BBL3pacT Ha KOMAHO U kuTka (58300-00 [1984])

57518-02 PeHTreHorpadgumna Ha nogbeapuua

1940 YnTtpa3BYK Ha rfnasa un wuA

55032-00 YnTtpa3sByK Ha wWunA
He BK/MOYBA: aynnekc ckaH Ha KapoTWAHU cbaoBe (BUX 6nokose [1944] n [1946])

YNnTpa3sByK Ha cbpue

Exokappanorpadunsa
BkrouBa: TakbB U3NbJ/IHEH
* N3N0N3BaNKn:

e ManuvpaHe c LBeTeH NOTOK
e lonnep TeXHUKN (NpoAab/XUTeNnHa BbSHA) (Nysacupaua BbaHA)
¢ MEXaHWYHO CEeKTOPHO CKaHupaHe
e TpaHcatcep c pa3oBO M3nbUBaHe
e C BUOeEeo 3anuc

55113-00 M-pexum n gByn3MepeH ynTpa3BYK Ha CbpLe B peaslHO BpemMe

55036-00 YNnTpa3ByK Ha Kopem
BkrouBa: CKaHupaHe Ha ypuHapeH TpakT

He BkmouBa: kopemHa cTena (55812-00 [1950])
npM cbLCTOAHUA, CBbP3aHM c 6pemeHHOCT (55700 [1943],

5729-01 [1945])

Aynnekc yntpa3ByK Ha MHTpaTtopakasiHu nnun I/IHTpaaG,D,OMI/IHaI'IHVI cCbaooBe

BkntouBa: B-Toiie ynTpasBykoBO M3cnefBaHe U MHTerpupaHo [lonfepoBo UaMepBaHe
Ha MOTOK Ype3 crnekTpasieH aHanns

He BK/MOYBA: TakaBa ¢ ManupaHe Ha KOHAyuT (55294 [1948])

55276-00 Aynnekc yntpasByK Ha MHTpa-abAOMWHaANHW, aopTa U UAnavYHM apTepum n/nnn BeHa
KaBa WHMEepuop n NINavYHN BeHU
He BKMOYBA: npn cbcTosaHusA, cBbp3aHu ¢ 6pemeHHocT (55700 [1943], 55729-01
[1945])

55278-00 Aynnekc yntpasByK Ha peHanHW n/unm BucuepasHu cbhoBe

BknmouBa: aynnekc yntpassyk Ha:

* aopTa

* UAnayvYHM cbpoBe

* BeHa kaBa WHdepuop
He BK/MOYBA: npu cbcTosHuA, cBbp3aHW c GpeMeHHocT (55700 [1943], 55729-01
[1945])

MarHMTHO pe3oHaHceH o6pas

90901-00 MarHMTHO pe30oHaHCcHa Tomorpadusa Ha MO3bK
He BKNHOYBA: ¢ yHKLMOHANHO MArHUTHO PEe30HAHCHO M3c/feaBaHe Ha MO3bk (90901-09

[2015])




90901-08 MarHMTHO pe30oHaHCcHa Tomorpadusa Ha APYyro MAcCTO
BknouBa: kpbBOoCHa6aABaHe Ha KOCTEH MO3bK

1932 M3cnepBaHma Ha ypuHaTta

BkntouBa HAKOW OT criefHUTE:

91920-02 MMWKPOCKONCKO nU3cnegBaHe Ha ypuHa 3a Kyntypa v HyBCTBUTENTHOCT
91920-03 M3cnepBaHe 3a afibyMUH B ypuHaTta. MnkpoanbymumnHypums

91920-05 M3cnepBaHe 3a YPOOUNMHOTEH B ypuHaTa

91920-06 M3cnepBaHe Ha pH Ha ypuHa

91920-07 M3cnepBaHe 3a KeTtoTena B ypuHarta

91920-08 MN3cnepBaHe Ha 3axap B YpUMHHa npoba

91920-11 M3mepBaHe Ha 6b6pevYeH KNUPBHC B ypuHaTta

91920-13 M3cnepBaHe 3a ammnasa B ypuHarta

91920-14 M3cnepBaHe 3a 6eNnTbK B ypuHaTta

9192016 M3cnepBaHe 3a 6UNNPYOGUH B ypuHaTta

91226-03 N3cnepBaHe 3a cBOOOAEH KOPTU30/ B YPUHA 3a OPraHUYHN KUCENUNHN

1863 p[pyru HeonepaTUBHU M3MEPBaHUA U N3cneaBaHus

12533-00 BbrnepogHo mapkupaHa ypesa gunxartesneH TecT
BkniouBa: nsmepsaHe Ha nsgnwaH 13C02 nnn 14C02
Cc nanos3saHe Ha nepopasieH 13C unm 14C ypes

92207-00 M3cnepBaHe Ha OCHOBHa O6MSsiHa

1849 [Apyro mamepBaHe Ha agmxaTenHa pyHKUnNSA

11506-00 [Apyrun mscnenBaHuWa Ha auxaTtenHarta dyHKUna-cnupomeTpusa

1923 [AMarHoCTUYHUN TeCTOBE, U3MEPBAaHMWS AN U3CNefBaHUA, KObB M KDbBOTBOPHU OpraHu

BknouyBa HAKOW OT cnegHuTe:

91910-04 KpbBHa KapTuHa - NoOHe oceM WAW NOBe4yYe OT NOCOYEHUTe nokasaTenun: XeMorno6wuH,
epuTpounTN, NeBKOLUTN, XeMaToKpuUT, TpombountTn, M ~, MCH, MCHC

nnun

91910-26 KNMHUYHO-XMMUNUYHKN n3cnenBaHnsa 3a ACAT

"

91910-27 KANHUYHO-XMMUNUYHKN n3cneaBaHnsa 3a ANAT

"

91910-29 KANHUYHO-XMMUNUYHKN n3cneaBaHnsa 3a I'TT

"

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

"

91910-20 KNVMHUWYHO-XMMWNYHKN n3cnenBaHnsa 3a Xo/necTeporn

7]

91910-23 KAVMHWYHO-XMMWNYHN n3cnepBaHna 3a Tpurnnyepunan

"

91910-22 KNNHUYHO-XMMUNUYHKN n3cnenaBaHnsa 3a HAN-xonectepon
"

91910-25 KNNHUYHO-XMMUNYUYHN n3cneaBaHNA 3a NMKOYHA KNCesInHa
nnn

91910-33 KANHWYHO-XMMNYHKN n3cnepgBaHna 3a Hatpuin n Kanui

"

91910-34 KAMHUYHO-XMMUYHKN n3cnegBaHmna 3a Kanuyuui

"

91910-38 KANHUYHO-XMMUNUHKN n3cneaBaHNsa 3a xjaopugn

mnn

13311-00 MismepBaHe Ha ra3oBe Ha cMeceHa BeHO3Ha KPbB



"
91225-00 M3cnepBaHe Ha MHcynuH (1P1)

"
91225-02 N3cnepBaHe Ha KOPTU30N0B PUTHBM

1934 [Opyrn nabopaToOpHW nacnengBaHmns

92191-00 NMonnmepasHa BepuxHa peakuua 3a gokazBaHe Ha COVIN-19

92191-01 TecT 3a oTKpuBaHe aHTureH Ha 3AP3-Co”"2

2.3. OCHOBHW TEPATMEBTUYHW NPOUEAYPWU

KoHcynTauus mnm obyvyeHne CBbP3aHU C ANYHA TPUXA U OPYTU eXeAHEBHU
AeliHOCTU/HE3aBUCUM XUBOT

96067-00 XpaHuTenHn/gueTnyHmM KOHcyntauum mnn obpasoBaHue

He BK/MOUBA: npesaHTUBHA KOHCYATaumMa unu obyueHune (96066-00 [1867])

MpunoxeHne Ha hapmakoTepanus

MpunaraHe Ha )apMaKONIOTUYHWN areHTU CbC CUCTEMEH e ekT

He BKMOYUBa: npunaraHe Ha:
KPbB M KPBbBHU NPoAYKTU (BUX 610K [1893])

apmMakonorMyeH areHT 3a:

e aHecTe3nna (Bux 6nokoBe [1333], [1909] v [1910])

MMyHU3auunsa (Bux 6nokose [1881] go [1884])

nokaneH edekt (BUX WHAaekc: WHXeKTupaHe, no Jjaokanusauua u
MHXeKTMpaHe, NO BUAOBe, NO fokKkanmslauuns)

nosepeHve nNpu ekTonnyHa 6peMeHHOCT (BUX 610K [1256])

noBepeHne npu 6onka (Bux 6nokose [31] go [37] n [60] go [66] n [1552])
nepdysnsa (Bux 610k [1886])

BakCuHauuna (Bmx 6nokose [1881] go [1883])

XUPYPrnyecko npmnaraHe Ha XxmMmMumotTepaneBTUUYHU areHTn (BuXx 610kK[741])

3abenexka: MocnepBawmnAaT CNMCbK C NPUNOXEHNA e cb3fafeH 3a ynotpeba c
kogoBeTe OT 610K [1920] MpunaraHe Ha hbapMakoTepanus

96202-07 EHTepanHo npunoxeHue Ha hapMako/iOrMyeH areHT, XpaHUTE/NTHO BelwecTBO

MpunaraHe Ha KPbB U KPBBHU NMPOAYKTHN

13706-02 MpunoxeHne Ha onakoBaHU KJETKU
TpaHcdy3na Ha:
* epuTpoumnTH
* OonakoBaHW KeTKu
* YyepBEHW KPBbBHU KNETKU

92062-00 MpunoxeHne Ha ApYyr cepym

TpaHcdy3na Ha:
e anbymMmuH
e nnasma (npsacHo 3ampaseHa) (PPP)

92064-00 MpunnoxeHue Ha APYr KPpbBEH NPOAYKT
TpaHcdy3na Ha:
* KPBbBHU 3aMecTuUTenun

e rpaHysiounTn



96199-07 WHTpaBeHO3HO NpuUoXeHne Ha hapmMakonorMyeH areHT, XpaHUTENHO BELEeCTBO
96199-08 WHTpaBeHO3HO NpuUsioXkeHne Ha hapmMaKkonorMyeH areHT, enekTponuT

96199-09 WMHTpaBeHO3HO NpUSIOXKeHWEe Ha hapMakonorMyeH areHT, Apyr u HecneunduyeH
¢hapMakonoruvyeH areHT

96200-09 TloaKOXHO NPUNOXeHWe Ha hapMaKkoNOrMyeH areHT, Apyr U HecneunduyeH

¢hapMakonoruvyeH areHt

96197-09 MyCKynHO NpUNoXeHMe Ha papmakonorMdeH areHT, Apyr u HecneumduyeH
¢hapMakonoruvyeH areHT

M3uckBaHe: KnuHuyHaTa nbTeka Ce CUMTa 3a 3aBbpLUEHA, aKO Ca NPUMNOXKEHU U OTYETEHW TPU OCHOBHMU
ANArHOCTUYHU Mpoueaypu, OT KOMTO 3aAbIDKUTENHO edHa nocoyeHa B 6nok 1923 M egHa OCHOBHA
TepaneBTUYHA Npoueaypa, nocouveHn B Tabnuua Kogose Ha OCHOBHM npoueaypu.

Camo 3a guarHosa c kog E66.8 ce gonycka npunaraHe u oTyMTaHe Ha AB€ OCHOBHW AWMArHOCTUYHU U
eHa OCHOBHA TepaneBTUYHA Npoueaypa.

OcHoBHa npoueaypa 92191-00 unun 92191-01 ce ocbLlecTBsIBA NPU HEOBXOAMMOCT U Ce npunara npu
aunardoctuyupade Ha COVID-19. Tasu npoueaypa ce uM3BbpLUBa NPW NoOKasaHWA U Ce OT4YuTa Karto
AONbIHUTENHA AMArHOCTUYHA npoueaypa KbM APYrUTe AWArHOCTUYHKM Npoueaypy, NOCOYEHM BbB
BCEKU AUATHOCTUYHO-NeyebeH anropuTbm HA CbOTBETHATA KIMMHUYHA NbTEKA.

4. YCJIOBNA 3A CKITIOYBAHE HA 0OroBOP U 3A U3NBbJIHEHVE HA KIMHUYHATA NbTEKA
KnuHuyHaTta nbTeka BKKYBA OEMHOCTM M YyCryrM OT ob6xBaTta Ha MeguuMHCKaTa "[eTcka
€HOOKPUHONOrma", oCcbLleCTBABAHA HA TPETO HUBO HA KOMMNETEHTHOCT CbIMAacHO MeAULMHCKU
ctangapt '"Meguatpma”, B oOxBaTa Ha MeAUUMHCKaTa cneuwanHoct '"Meaguarpusa”,
OCbLIECTBABAHA HA TPETO HMBO HA KOMMETEHTHOCT, CbINAaCHO MeAMLUMHCKA CcTaHzapTt
"Meguatpua".

M3nckBaHusiTa 3a HanNMUME Ha 3a4bIDKUTENHW 3BEHA, anapartypa U Cneyuanuctui ca B CbOTBETCTBUE C
MeAULMHCKM cTaHaapT ,EHaokpuHonorua n 6onectn Ha obmaHara”.

a) SAABIDKUTENHM 3BEHA, MEOULUMHCKA ANAPATYPA N OBOPYOBAHE, HANTMYHN U
GYHKUMOHUPALLM HA TEPUTOPUATA HA JIEMEBHOTO 3ABEOEHWE, U3NMBJIIHATEN HA
BOJIHUYHA NOMOLL

JleyebHOTO 3aBedeHue 3a GOMHWYHA NMOMOLL MOXE [Ja OCUTYpW 4pe3 [OroBOpP, BMEHEHUTE KaTo

3a4bJDKUTENHU 3BEHA, MEJMLUMHCKA anapaTtypa u obopyaBaHe, u ¢ Apyro neyebHO 3aBejeHue 3a
U3BBbHOONMHUYHA MM BOMHMYHA MOMOLL, PA3NONOXEHO HA TepUTOpUAaTa My 1 uMaLlo goroeop ¢ H3OK.

3aabmKuTenHo 3geHO/MegULMHCKA anapartypa

1. KnuHuka/otaeneHue no getcka eH4oKpPUHOIOrms
Unm
KnuHuka/otaenenue no neguatpua lll HUBO Ha KOMNETEHTHOCT

2. KnunnyHa natoparopus |l unwm lll HUBO, BKIN. U3BbPLUBAHE HA XOPMOHAaNHW U3CrneaBaHust

3. Ctpyktypa no obpaszHa AuMarHoCTuka — PEHTreHOB anapar 3a ckonus u rpacus
4. Exorpadpcku anapaT C Bb3MOXHOCT 3a U3cneaBaHe Ha WUToBMaHaTa Xnesa

B cnyudante, korato ne4yebHOTO 3aBedeHue 3a OONMHMYHA MOMOLL HE pa3snonara c¢bC CobCTBEHA
KNMMHWYHA nabdopaTopusi, TO cneaBa Aa OCUTYPU OCHLLUECTBABAHETO Ha AEWHOCT MO KMWHMYHA
nabopatopusi OT CbOTBETHOTO HMWBO, OMNPEAENeHO C HacTosiwus CTaHZapT, NO [AOroBop CbC
CaMOCTOsITENHa MeguKo-ANarHoCTUYHa nadopatopus UM ¢ KNMMHKUYHA nabopaTopusi — CTPYKTypa Ha
apyro nevebHo 3aBeaeHue. B Tean crnydam nabopatopusita, ¢ KOSTO € CKIloYeH AOroBOpPLT, crneasa aa
ObAe pa3norioXkeHa B €Ha M Cblla crpaga ¢ 6onHuuarta unu B paMmkute Ha 6onHuuara. C gorosopa
3abIDKUTENHO Ce obe3nevaBa 24-4aCoBO OCbLLECTBSABAHE HA A€ MHOCTUTE NO KINMHUYHA nabopatopus
3a HY)XKOUTE Ha CTPyKTypaTa no eHAOoKpuHonorus u 6onectn Ha obMmsiHaTa.




SAOBIMKUTENHAU 3BEHA, MEAMUUHCKA ANAPATYPA N OBOPYABAHE, HEOBXOOMMU 3A
M3NBIHEHWNE HA ANMMOPUTBMA HA NBTEKATA, HEHANMWMYHM HA TEPUTOPUATA HA
JIEMEBHOTO 3ABEAEHUE, U3NBINHNTEN HA BOJNTHNYHA NOMOLL,

JleyuebHOTO 3aBegeHme 3a OONHMYHA nNOMOLL MOXE Aa OCUIypU [AENHOCTTa Ha CbOTBETHOTO
3aQbIDKATENHO 3BEHO Ype3 AOroBOp C Apyro nevyebHO 3aBedeHME HA TEepUTOpPUSITA HA HACENeHOTOo
MSCTO, KOETO OTroBapsi Ha M3UCKBaHMATA 3a anapartypa, obopyaBaHe u cneumanucti 3a tasu Kl v uma
aoroeop ¢ H3OK.

3aabnmKuTenHo 3geHO/MegULMHCKA anapartypa
1. TabopaTtopua no MMyHONorusi
2. KT/MPT
3. NaGoparopusa/oTaeneHne no KNMHMYHa NaTonorusi
4. MukpobuonornyHa naboparopusa Ha TepuTopuATa Ha obnacrtra

6) HEOBXOOMMW CNEUMANTNCTU 3A UBNBNHEHWE HA KNIWHNYHATA MbTEKA.

- ekap CbC CneuuanHocT AeTcka eHAOKPpUMHONornsa u 6onectn Ha obMaHaTa — npuTexasally
KBanuukaumsa no exorpadua Ha LUTOBUAHA XKIE3a Uim

- oTtaeneHue/knuHKUKa no neguatpus lll HUBO - YeTUpuMa fekapu ¢ npuaHaTa cneunanHocT no
neguaTpus MU Hanuyme B ne4yeOHOTO 3aBedeHue Ha crneumuanucT no eaHAOKPUMHOMOIrMA unm Aetcka
€HAOKPUHOMOIUA C KkBanudumkauus 3a exorpadus Ha LUTOBUAHA >KIe3a; - fekap CbC cneumanHocT
KNuHW4Ha naboparopus.

- nekap CbC CreumanHocT no obpasHa AMarHocTuka

5. UHONKALIMN SA XOCMUTAJIM3ALIMA N NEYEHUE

DenHocTuTe N ycnyrute B 00XxBaTa HA Ta3u KIIMHUYHA NbTEKA Ce OCbLeCTBABAT He3abaBHO Unu
ceé nnaHupatr 3a U3nbjIHEéEHWe B 3aBUCUMMOCT OT pPa3BUTUETO, TexecTra M OCTpoTarta Ha
CbOTBETHOTO 3abonABaHe u onpeaeneHus ONarHoCTUYHO-neyebeH nnax.

a) UHOUKALIMKU 3A XOCIMUTANTUSALINA.

1. CnewHo neYyeHne Ha nuua ¢ AMarHoCTULUMPaHM METAOONMUTHU HAPYLUEHUS U B CbCTOSIHME Ha:
1.1. meTabonuTHa Kpu3a;

1.2. KOMATO3HO CbCTOSAHME;

1.3. rbp4Y0B CUHOPOM;

2. [uarHoCTMYHO YTOYHSIBAHE, INevyeHMe U OonpeJensiHe Ha MocrneABallo TepaneBTUYHO
nosefeHue npu:

+ XunoanbymmHemusa(cepyMmeH anbymuH noa 35 r/m) npu ManHyTpuLms.
* TexXbK aHEMUYEH CUHAPOM NPU MANHYTPULMA.
+ Xunokanmemus npu ManHyTpuuua.
+ Texxka ManHyTpuyms:

- Terno 30% noa CbOTBETHOTO 3a pbCTa.
* nauyueHTn 4o 18 roamHu CcbeC 3aTNbCTABAHE M CBPBLXTEMNO C MHAEKC Ha TernecHa maca (BMI)
Hag 95 nepceHTun wunu nog 19, YCMAOXHEHO CbC CbpPAEYHO-CLAOBU, AMXATENHWU W/UMK
MeTabONMUTHO - EHAOKPUHHW HaPYLUEHUSI
* MauMEHTU C XPOHUYHA ManHyTpuUusl - criegonepaTtuBHa NpU CTPUKTYpa HA XPAHOMpPOBOAA,
ractpo-, EHTepO- U KONMOCTOMA, CbCTOSIHMA HA CTOMALUHA UMK YPEBHA Pe3eKUnd; BPOAEHU Unu
npuaobutu aHoManuu Ha xpaHocmunatenHara cucrema (MHAeke Ha TenecHa maca - BMI nog 19
Kr/m2, 3aryba Ha Terno Hag 5 % B nocnegHuTte 1 - 3 meceua, HaManaBaHe Ha XPAHUTENHUS MPUeEM
¢ 25 % un noBe4ye OT TO3M Ha npeallecTBawara ceamuua, obul cepymeH G6entbk nog 60 r/m,
cepymeH anbymuH nog 35 r/n)
* MaUMEHTU C HACNeaACTBEHU MeTabonNuTHK 3ab00NaABaHMUS 3a KOPEKLUUsSl Ha Tepanuata U neyveHne
Ha Bb3HUKHAMMW YCNOXXHEHUSI

6) AMArHOCTUYHO - NEMEBEH ANNTOPUTDBM.
Mpuem n n3roTBsiHe Ha AMAarHOCTUYHO-NIeye6eH nnax



B3emaHeTo Ha BuonoruyeH marepuan 3a Meauko-guarHoCTUYHM U3CneaBaHua ce u3BbpLuBa Ao 48 vac
OT Havanoto Ha xocnutanu3daumaTta. KT n MPT — go 3 geH oT nocrbneBaHeTo. PaguMousoTonHu
u3crneaBaHus, [ABOWHA €AHOEHEpPruiHa peHTreHoBa abcopOUMOMETPUA MMM PEHTTEHOBO
OEHCUTOMETPUS Ce U3BBbPLLBAT A0 3 AEH OT nocTbnBaHeTo. O6pasHu ucneaBaHus, exorpadus n/mnm
ouoncusa Ha napawmToBMAHA Xne3a — A0 72 4vaca OT NOCTbNBAHETO. KOHTPOMHU KIMHUKO —
nabopatopHu n 06pasHu ncneaBaHua ce NpoBexaaT A0 Kpas HA BONMHUYHKUA NPECTOMN.

2.1 NEYEHUE HA MANTHYTPULUNA

JleueHneTo Ha NbpBUYHUTE POPMU HA BeNTBYHO-eHepruiiHaTa manHyTpuumnsa (BEM) e anetunyHo,
a Ha BTOPWUYHUTE €JHOBPEMEHHO CE€ MPOBEXAA NEYEHUE Ha OCHOBHOTO 3abonsaBaHe cneg HEroBoTo
YyTOYHSIBaHE.

B Hayanoto Ha mneYEeHUETO € MOKA3aHO YaCTMYHO MNapeHTepanHo XpaHeHe, OuonpoayKTu
(usnocTHa KpbB, NNasma, XymaH-andymMmuH).

JdueToneyeHneTo ce NpoBexaa B ABa eTana:;

Mbpeu eman — onpegensiHe Ha TOMNEpPaHCca KbM XpaHa. 3anoysa ce ¢ MUHUMAaNHO KONMYeCTBO —
okono 50% OT Hopmarta 3a Bb3pacTTa M cnej crtabunuanpaHe Ha TernoBHaTa KpuBa KONMUYECTBOTO
XpaHa NOCTENEHHO Cce yBenuyasa. EAMHCTBEHATa XpaHa € MIISiKO — KbpMa, XUAPONM3UpPaHo, COeBO UMK
HUCKONAKTO3HO.

Bmopu eman - ycuneHo 6enTb4HO XpaHeHe. MNMOoCTeNeHHO ce yBenu4aBa BHOCA HA €HEPIUs u
Oentbym. OBeMbT Ha XpaHaTa Cce yBenuyaBa MOCTENEHHO A0 MpenopbyaHus 3a Bb3pacTTa, a
GenTbuute A0 2,5 — 3,5 r/kr Terno/244. EaBa cne ToBa Ce BbBEXAAT OCTaHaANUTE XpaHu, NoaxoAsaLm
3a Bb3pactta. pu HeobxogMMOCT 3a NOCTUraHe Ha ONTUMAareH €HEPrMeH BHOC € AO0NyCTUMO
nogcnaxgaHe Ha xpaHute ¢ 3% noBeye OT NPenopPbLYAHOTO (3a KbpMayeTa U Marnku geua).

Mpun no-ronemu geua morat ga ce usnona3saT rotoBU CTaHAAPTU3MPAHU EHTEPATTHU XPaHUTENHU
CMecH.

JONbnHMTENHO Ce BHACAT MMWKPOTrpPaHyrnMpaHu nNaHKpeacHW npenapaTtu, MONMBUTAMUHM,
MUKPOENIEMEHTK, XXEMNEe3HU npenaparu.

2.2 TEPANEBTUYEH nNoaxond NP YCNOXHEHO BOJIECTHO 3ATIIbCTABAHE

JleyeHue Ha 3aTNBCTABAHE C XMMEPUHCYITMHU3BM
1. CobCraBsiHe HA UHAMBUAYANEH XUMNOKANOPUEH AUETUYEH PEXKUM.
2. OnpepgensaHe Ha nHauBuayaneH nnax 3a JIOK.
3. MeauKkameHTO3HO fneyeHune ¢ MeETOPMUH — NPU MHAUKALUN.
JleueHne Ha 3aTNbCTABAHE C HAPYLIEH ITIHOKO3€eH TONepaHc
1. CubCraBsiHe HA UHAMBUAYANEH XUMNOKANOPUEH ANETUYEH MNNaH.
2. OnpepgensHe Ha nHausuayaneH nnax 3a JIOK.
3. MeaukameHTO3HO fneyeHune ¢ MeETOPMUH — NPU MHAUKALUN.
JleueHne Ha 3aTnbCTABAHE C apTepuanHa XMnepToHuA
1. CbCTaBsHe Ha WMHAMBMAYANEH XWUMOKANOPWUEH AWETUYEH PEXMM C PEeayKuusl Ha

HaTpueBua xnopug.

2. OnpeaensHe Ha nHausuayaneH nnax 3a JIOK.
3.  MeankaMeHTO3HO NeYeHne C aHTUXMNEPTEH3MBHU CPEACTBA.
JleueHne Ha 3aTNbCTABAHE C XMNEPNUNNAEMUA
1. CobCraBsHe Ha MHAUBUAYANEH XUMNOKANOPUEH ANETUYEH PEXUM.
2. OnpegensadHe Ha uHaueuayaneH nnax 3a JIOK.

6. MOCTABAHE HA OKOHYATENHA ANWATHO3A.

OKoHYaTemnHaTa AuMarHosa ce MocTaBs Crnope] aHaMHEeCTUYHWTE AAHHW, KNMMHUYHATa KapTUHa,
BUOXUMUYHUTE, UHCTPYMEHTANHW, PYHKLUMOHANHU 1 06pa3Hu U3cneaBaHus.

7.0EXOCNUTANU3ALUNA U ONPEOENAHE HA CNEABOJIHUYEH PEXUM.

KoHTpon Ha 34paBHOTO CLCTOSAHME Ha MNauMeHTa W MEeAUUMHCKO 3aKiOYeHMe 3a nunca Ha
MEAULMHCKU PUCK OT MPUKIIOYBAHE Ha DOSIHUYHOTO JIeYeHMe Bb3 OCHOBA Ha OOEKTMBHM AAHHM 3a
cTabunuampaHe Ha CbCTOSIHMETO (KITMHUYHW/NAPAKNUHUYHW) K:



MeAaULMHCKM KpUTEPMU 33 AeXOCNUTANU3aLMS:

- YTOYHEHA AMarHo3a;

- KOPEKLUMS Ha XXM3HEeHWUTe nokasaTenu,

- cTtabunuanpaHe Ha KNMUHUYHOTO CLCTOSAHME;

- onpeaensiHe Ha TepaneBTUYHOTO NOBEAEHWUE U XUTUEHHO-AUETUYHUSA PEXUM.

8. IOKYMEHTUPAHE HA NEMHOCTUTE MO KNMHUYHATA MbTEKA

XOCIMUTANTIMSAUMNATA HA NALUMEHTA ce pokymeHTupa B “Milcmopus Ha 3abonaeaHemo” (U3) n B
vacT |l Ha “HanpaeneHue 3a xocnnumanu3auyusa” - 6n. M3-H30K Ne7.

OOKYMEHTUPAHE HA AOWATHOCTUYHO - JIEMEBHUA ANMTOPUTBM - B “Ucmopus Ha
3aboniseaHemo”.

M3NMNCBAHETO/NMPEBEXOAHETO KbM OPYIrO JIEYEBHO 3ABEAEHME CE OOKYMEHTUPA B:
- “‘Uiemopus Ha 3abonseaHemo”;
- vacr lll Ha “HanpasneHue 3a xocnumanusayua” - 6n. M3-H30K Ne7;
- enuKpusa — nonyvasa ce cpelly nognuc Ha nauueHTa (poautens/HacTonHuka), oTpaseH B N3.

DEKNAPALIMA 3A UHO®OPMUPAHO CBIJIACUE (OokyMeHT Ne......cooeeceerrerrennes ) — nognucea ot
nauueHTa (poauTena/HacTOMHUKA) U € HepasaenHa YacT oT “Memopus Ha 3abonseaHemo”,

AOKYMEHT Ne 4
WH®OPMALMSA 3A NALUMEHTA (POOUTENSA /HACTOUHUKA/MOMNEYNTENS)

HenoxpaHBaHe (ManHyTpUUMs) MMa TOraBa, KOraTto 3a U3BECTEH Nepuoa OT BpeEMe HyXauTe Ha
opraHusma OT eHeprus U rpaguMBHW Matepuanu He ca GUnM MOKpPMBaHW OT MpuemaHaTa xpaHa. Mo-
cTapuTe knacudukaluum onpeaenst ABa BUAA HeJOoXpaHBaHe:

* TMN MapasbM, Npu KOWTO MMa HEQOCTUr Ha BCUYKM XPaHWUTENHU efeMEHTU (EHEPruiHU U
OenTbYHM) B NOYTU €4HAKBA CTENEH, U

* Tun KBawmopkop, npu KOWTO NMa HEAOCTUT HA NPOTEUHM.

Cnopea CbBPEMEHHUTE CXBaLLAHWSA BbB BCUYKM CIlydan Ha HEAOXPaHBaHE MMa HEJOCTUr U Ha
ABaTa KOMMOHEHTA — EHEPrus U NPOTENHU, T. €. HE MOXE Aa CbLUECTBYBA HEAOCTUT CAMO Ha NPOTEUHM
unu camo Ha eHeprud. o Tasu npuyMHa € no-TOYHO Ja CE€ rOBOPM 3a MPOTEMHHOEHEPrUIAHO
HepoxpaHnBaHe (MEH) ¢ npeobnagaBaHe Ha €AUHUSI OT KOMMOHEHTuTE. MNMpUUnHUTE 3a pasBUTME Ha
HegoXxpaHBaHe ca MHOro. Han-obwo morat ga ce obeanHAT B HAKONKO rPpynu:

* HaMareH aneTur;
* HapyLLEHO YCBOSIBaHE Ha XpaHaTa — XpaHOCMUIaHe UK pe3opbuus;
* ronemu 3arybu — paHu, UCTYNM Ha XpPaHOCMUNATENHUSA TPAKT, HAPYLUEHN KOXKHUW MOBBbPXHOCTH

* HapylweHu (3abaBeHn) aHabONHU NPOLIECHU U CUHTE3 HA MPOTEMNHU;

* 3acuneH katabonusbM.

KoraTto roBopum 3a NpPOTEMHHO-EHEepPruiiHO HeaoxpaHBaHe TpsibBa 3aAbIMKUTENHO Aa NpaBuM
pasnuka mMmexgay 06MKHOBEHO rnajyBaHe U HeJoXpaHBaHETO B YCMNOBUSI HA CTPEC.

OOUKHOBEHO rnagyBaHe

MpeacTaBnsiBa 4acTUYHO WMM MbNHO MpeKkpaTsBaHe BHOCA HAa XPaHUTEMNHW EHEepPruiHu
M3TOYHMLUM 6e3 Aa Uma HsKakBa Mpu4dKMHa, KOSITO Aa noBuLlaBa obuyaliHMTE pasxoau Ha eHeprust u
rpaguBHU enemeHTu. YOoBELLKMAT OpraHu3bM € YCTPOEeH Aa noHacs Aobpe ABLNro rnagyBaHe, Kato
M3Non3Ba CBOWTE pe3epBU OT Ma3HWHA U BENTbLUM U B CbLLIOTO BPpEME Mycka B X044 MEXaHU3MU, KOUTO
HamansiBaT pasxojia Ha eHeprusi U 3anasBaTt TENeCHUTE NPOTEUHN.

METABOJIMTHU NPOMEHW NP NBNHO TrMAOYBAHE
+ 3acuneHo omOensHe Ha Kamexonamuru (KA) u 'mokazoH, HamaneHo omaoensaHe Ha VIHcynuH
npes nbpeuUte 48 — 72 yaca — ToBa BOAMW A0 3acUNeHa rMUKOreHonuaa u nunonusa;

* Pa3xo0 Ha eHepeus (eHeprueH pa3xod B NOKOW) — HapacTea A0 48-Mu vac, crej KoeTo 3anoysa
Ja HamansBa U KbM 5-Tu 40 7-Mu geHcnaga nog u3xogHoTo HUBO.

+ [locmaeka Ha [1ioKo3a



FmMukoreHonusa npes nbpeuTe 24 yaca (M34epnear ce genara)

FnrokoHeorenesa (FHIN) oT amuHOKucenuHHuM npekypcopu. B Hawanoto HI e MHoro
WHTEH3MBHA, KaTO MOXe Aa AOCTUIHE A0 pasrpaXxaaHeTo Ha 75 g 6entbum (~300 g MyCKynHa TbKaH Ha
aeH). Okono 5-tua geH Hacrbnea agantauusa Ha knetkute B LUHC kbM n3anonsBaHe Ha KETOHU KaTto
OCHOBEH U3TOYHMK Ha EHeprus, KoeTo Bogu Ao HamansasaHe Ha MHI™ ¢ okono 2/3.

OT rmuuepon, Nofny4YeH nNpu nunonu3sara.
Ot Jlakrat — ynkbn Ha Kopu.

lNo-HaTaTbK crieaBa NOCTENEHHO AOHACTPOMBaHe Ha OpraHMaMa KbM M3N0N3BaHe Ha KeToTenara
KaTO OCHOBEH M3TOYHUK HA €Heprua u AONbIIHUTENHO HamanseaHe Ha pasxoaute. CbLUuMTe npouecu
HacTbvnBaT U Npu 4YaCcTU4yHO rnagyBaHe.

OCHOBHW/ >XU3HEH CUCTEMWA
MeHTanHu pyHKUMN

Hapywagart ce o1 HegocTur Ha Thiamine (B1), B12, Ca, Mg,PO4. Npoy4yBaHuaTa Ha Keys, Brozek
U ap. Bbpxy 3apaeu gobposonuu n Ha Hill npy KNMHUYHKU NAUUEHTU KATErOpUYHO Ca A0Kasanu, 4e
HeLOXpaHBaHETO BOAM 4O Pa3sBMTUE HA Pas3gpa3HUTENHOCT M AEnpecusi, KOUTO MPEMUHAaBaT npu
Bb3CTAHOBSIBAHE HA XPaHEHETO.

CbpaevyHo-cbaoBa U 6bLOpeyHa pyHKUUM

TexKOTO HeLOXpaHBaHE M HaMansABaHETO Ha TENeCHOTO TErno BOAAT A0 MPOMOPLMOHASHO
HamanaBaHe o6emMa Ha CbpueTo (pa3mepa), kaTo ~40% OT Hero ce AbmkKu Ha 3arybara Ha muokapaHa
TbKaH, a ocraHanara 4yacT € 3a CMeTKa Ha HamaneH obeMm Ha cbpaedvHuTe KyxuHu. 3arybarta Ha
MuokapaHa maca BoAu A0 HamansiBaHe Ha MOC, Opagukapaua u xunoteHsus. [NonyyaBa ce
nepudepHa LMPKynaTopHa HEegOCTaTbYHOCT, KOATO MOXE Aa MPUYMHM HamansBaHe Ha OvOpeyHus
KPbBOTOK W rnomepynHata dunrpauma. HegocturbT Ha But. B6 3agbnbouaBa cbpaedHaTta
HeLOCTaTbYHOCT, a ENEKTPONUTHUTE HapylleHud ca MpeanocTaBka 3a pPa3BUTUETO Ha PUTBMHM
HapyLUeHus.

OduxatenHa cuctema

HamanaBaHeTto Ha MyckynHata maca ¢ ~20% Hapywaea cTpykTypata u paboTara Ha
anxarenHara MyckynaTtypa (mexaypebpeHa u anadparma). CbCTOSHMETO HA TEXKO HEeAOXpaHBaHe
oTtcnabea AuxatenHusa 0TroBOp KbM XUMOKCUSI U XMMEPKAMHUA.

Hactbneart gereHepatuBHU NPOMEHM U B BenogpobHUTE TbKaHU. BCMYKO TOBA B CbyeTaHue ¢
HaManeHms UMYHUTET U HapyLUeHaTa ApeHaxHa (PyHKUMS Ha PECHMYECTMA enuTEeN NOBULLABA CUMHO
pucka oT 3acTOWHU NHEBMOHUU. Npu naumeHTUTEe HA BB OTBMKBaAHETO OT anapaT € MHOr0 3aTPYAHEHO.

XpaHocMmunaTesiHa cuctema

MPUCBHCTBMETO HA XpaHa B YPEBHUA NyMEH CTUMYIMMpPA pacTexka U NogMaHaTa Ha eHTepoLuTUTE
n konoHouutute. MNpu abnro rnagyeaHe u TIX KNETKUTE Ha YpeBHaTa nurasmua atpodupat, Hamansea
pasMepa Ha YpeBHUTE BUIM U AbIOOYMHATA HA KpunTuTe. TOBA BNOLLIABA YCBOABAHETO HA NMUNUAMW,
aMsaxapuaM u rnkosa. HamanenHata croMawlHa, MaHKpeaTudHa W KITbYHA CEeKpeuusi, Kakto u
npoMeHuTe B 4peBHaTa propa, 3agbnboyaBaT AONbLAHWUTENHO Manabcopbuuata. Beuudkn Te3m
npoMeHu HapywasaT OapuepHata (yHKUMS HaA 4YpeBHaTa nuraBMua U Cb3gaBaT yCcnoBus 3a
npeMuMHaBaHe Ha BakTepum U TOKCUHU KbM KPbBTA. TOBa Ce nonydaBa B MHOTO NO-roniima CTENEH npu
naumMeHTUTe B KPUTUYHU CbCTOSHUA. BakrtepuanHata TpaHcnokauuMss € OCHOBEH (hakTop npu
pasBUTMETO U NOAABMKAHETO HA CUCTEMHOTO Bb3NnarneHue.

Tepmoperynauus

TeXxkoTO HegoXpaHBaHe U 3arybaTa Ha Terno HapyLiaBaT agantaumara KbM HUCKM TemnepaTtypu,
kaTo oTcrnabsar TepMoreHesaTta u nepudepHaTa Ba3OKOHCTPUKUUA. TOBa BOAU A0 MHOTO MO-fECHO
HaCTBLMNBAHE HA XUMOTEPMUA NPU NALMEHTU C HEAOXPAHBAHE.

MmyHHa cucrema

MoTucka ce KNeTbYHMA UMYHUTET U HAManNsABa Bb3MOXXHOCTUTE 3a CbNPOTMBA CpeLLy UHdeKUMK.
Hamansaea obwwmsa 6pon Ha numdouuTUTE, Hal-Be4ve 3a CMeTKa Ha T kneTbyHarTa nuHua. Passuea ce
u atpodpua Ha Tumyca. HapyweHuaTa B cuCTeMata Ha KOMMMEMEeHTa BOAAT A0 oTcrnabBaHe Ha
draroymtosara, XeMOTaKCUCa U gupekTHaTa

DakTepuanHa KneTb4yHa 4eCTpykuusa. 3apacTBaHETO Ha paHUTE € MHOro 3abaBeHo.

CTpaterusa Ha XpaHUTesIHaTa NoAApPbXKKA

* Maynentute ¢ MNMEH, Ha KOMTO NPeACTOM MNNaHOBA XUPYPIrMA Ce HYXAaAaT OT XpaHuTenHa
NoAAPbXKKA B NPOAbIDKEHME HA 2 — 3 ceagMuum. MPpOBEAEHOTO KIMHUYHO AOXPaHBaHE e NMOMOrHe 3a
Bb3CTAHOBSIBAHE Ha Jdeduuyuta OT BUTAMMHU, MUHEPANM M B Marnka CTEMNeH 3a yBenuM4yaBaHe Ha
Ternoto. Toea obaye e ocTaTbyHO 3a nogobpsaBaHe PYHKLMUTE HA OpraHM3ma U HaMmarnsBaHe pucka
OT YCIOXHEHMUA.



» NauyueHTtuTe ¢ MNMEH, kKOUTO ca NpeTbpNenu CNeELLHa XUPyprus, Tpabea ga nonydar XpaHUTenHa
NOAAPBKKA Bb3MOXHO HaW-0bp30 B CNeaonepaTtuBHUA NEPUOA.

* Maumentute ¢ NEH B KpUTUYHO CLCTOAHKE TPAOBA 3aABIMKUTENHO AA NONy4YaBaT XpPaHUTENHA
NoAApPbXKKA HApea C NMEYEHUETO HA OCHOBHUA nNpobnem.

» MauueHtute 6e3 MNEH, npu KOUTO Ce O4akBa Aa He MoraT Ja nNpuemar XpaHa 3a nosede oT 7
AHW nopagun 3abonsaBaHuA unu B CrnegonepaTtuBHUA nepuod, TpAabea CbLUO Aa NOMyyaT XpaHUTenHa
noaapbkKKa.

* [MauyueHTun, KOUTO NPETLPNABAT MHOTOKPATHM onepauuun Tpabea ga nofnyyaBaT HEMpeKbeHaTa
XpaHuTEeNHa NoAAPBXKKA.

+ Ha nauueHtute ¢ MNEH, Ha KOUTO Ce HanaraT MHOFOKpaTHW ChewHu onepauuu 3apagu
HepaspeLLeHn KopeMHU nHdyekuun, uctynu u gp. Tpsbea ga Obae OCUMIypeH Nepuoj Ha 3axpaHBaHe,
CbY€eTaH € NO-BMCOKa (puanyecka akTMBHOCT. [0 TO3M HAYUH B NPOABLIPKEHWE HA HAKOMKO MEceua ce
HaTpynBa MyCKyfnHa maca U ce nogobpssa XpaHUTENHOTO

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

+ AKO onepaTMBHATa HAMEeCca He MOXE Aa Ce OTNOXU, HEMHUAT pasmep U pagukanHocT Tpabea
Aa 6baar cbobpaseHu ¢ Bb3MOXHOCTUTE Ha OpraHu3Ma ga noHece MeTabonuTHOTO HATOBapBaHe,
npean3BMKaHO OT onepaTuBHaTa TpaBMma.

3aTnbCTABAHETO NPEACTaBNsABa CbCTOAHME HA MPEKOMEPHO HATPYNBaHE Ha MACTHA ThKaH B
opraHmama. B 3aBMCUMOCT OT CTENEHTa Ha TOBA HATPyMBaHe, CbCTOSHWMETO Ce knacuduumpa kato
HaZHOPMEHO TErNO, UMM KaTo 3aTNbCTABaHE, NPEeACTaBNSABALLM PA3SIMYHU CTEMEHM HA 34PaBEH PUCK.
3a uenuTte Ha npakTukaTa, OLeHKaTa Ha TENECHOTO Terno, Ce NpPaBu HaN-4eCTo NOCPEACTBOM MHAEKCA
Ha TenecHata maca — WUTM (HapuyaH cbwo uHAaekc Ha Quetelet). Cvwpmar ce usyucngsa no
¢dopmynara:

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

Knacudukaumsa NTM (kg/m2) Puck oT cbnbTCTBaWLKM 3ab0onaBaHus

<18.5 Hucbk (CcbuLlecTByBa YBENWYEH PUCK OT ApPYyru

Moanopmero Terno KIUHUYHU NpoBremm)

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
3atnbcerasane Il creneH 40.0 MHoro Bucok

3aTnbCTABAHETO € pe3ynTaT OT HapyLIeHO paBHOBECUE MEXAY EHEPIMIAHMS BHOC Ype3 xpaHaTa
U eHepropasxofa Ha MHAMBMAA. YecTa NpUYMHA 32 TOBA CbCTOSIHUE € CBPbXXPAHEHETO, T.€. MPUEM Ha
noseve oT HeobxoaumMaTa 3a OCHOBHaTa OGMsIHA M 3a ABWUraTenHaTa akTMBHOCT EHEPIUsI.

CBpPbXKOHCYMauMsATa Ha EHepruiHa xpaHa MOXe Aa Ce Ab/MKM Ha  NCUMXONOTMYEeCcKH,
HacneacTBeHU U XOpMoHanHu dakropu. M3BecteH e pakTbT, Ye WHAMBUAM C HACNEACTBEHA
0OpEeMEHEHOCT Ca MpeapasnofiokeHW B MO-BUCOKA CTEMEH KbM 3atnbCTABaHe. [opu nekoTo
MOBULLIABAHE HA TENECHOTO TErno yeenuyaesa 3aboneBaemMocTTa M CMBbPTHOCTTA OT METabOMNUTHM
(cBbp3aHu ¢ 0BMAHATA Ha BELIECTBATA) HapyLLEHUS.

3aTnNbCTABAHETO € Ha BTOPO MACTO Crnej TIOTIOHOMYLLEHETO KaTo NPUYMHA 3a MpexaeBpemMeHHa
cMbpT. [loKasaHa e Bpb3kaTa Mexay 3aTnbCTABAHETO M pen 3abonsBaHusa: CbpAeYHO-CbAOBM,
HEMHCYNWUH 3aBUCMM 3axapeH auabeT (Tun 2), 3nokadyecTtBeHu 3abonaBaHusa (pak), pecnupaTopHU
(anxarenHu) npobnemm, CKeneTHO-MyCKynHM BONeCTn, NCMXocoUuanHu npobnemu.

B bbnrapusi, NPOLUEHTBT Ha XXEHUTE CbC 3aTNbCTABaHe € NpubnuantenHo 35%, Ha MbXeTe —
25%, Ha geuaTta u oHowmuTe — 10-12%. BUCOKO CTEMNEHHOTO 3aTNbCTABAHE € ABa NbTU NO-YECTO cpes
YKEHUTE, B CPABHEHME C MbXKETE.

Halii-006pussm nodxo0d e sieyeHUEMO Ha 3amiibCMseéaHemo, € KOMIUIeKCHUSM, T.e. TO3M,
KOMTO NOBMNMSBA M ABETE CTPAHU HA EHEPTMWHOTO PABHOBECUE — NOHIKABAHE NpMema U yBenuyaBaHe
pasxoga Ha eHeprus. Taka KOMNIEKCHUTE MporpaMu 3a npodunakTuka n nevyeHne Ha T03u 34paBeH
nNpo6rem BKIOYBAT NPOMSAHA B HAYMHA HA KUBOT C HAKOJIKO OCHOBHU €MEMEHTH:

OneTuyHu perxkuMm — PECTPUKTUBHO-EHEPTUIHUTE AUETUYHMN PEXXUMU Ca B OCHOBATA HA MOBEYETO
nporpamu 3a neYeHne Ha 3aTNbCTABAHETO.


http://dieti.gbg.bg/tema.asp?razdel=9&temaN=46
http://dieti.gbg.bg/tema.asp?razdel=9&temaN=48
http://dieti.gbg.bg/tema.asp?razdel=9&temaN=52

IBuratenHa akTMBHOCT — NpeAoTBpaTsBa aganTUBHOTO NMOHWXAaBaHe Ha OCHOBHaTa 0OMsiHa, B
OTrOBOP Ha OTPaHWUYEHUSI EHEPTUEH NPUEM.

MpomsiHa B XpaHMTENHUTE HABULU — NPABUMNEH PEXUM Ha XpaHeHe; n3bsireaHe Ha MUKAHTHUTE
noAnpaBKKU M COMTAa; AOCTATbYHO NUTENHA BOAA U TEYHOCTU; HUCKA KOHCYMaLMSl HA MA3HWHU, arnkoxon
U NPOCTM 3axapu; MarioMepHU MopPLUN.


http://dieti.gbg.bg/tema.asp?razdel=4&temaN=22
http://dieti.gbg.bg/tema.asp?razdel=4&temaN=20
http://dieti.gbg.bg/tema.asp?razdel=4&temaN=24
http://dieti.gbg.bg/tema.asp?razdel=3&temaN=17

NP AEUA OO0 28 OEH

2.1. KOOOBE HA BOJIECTU NO MKB-10

Opyru aHemuu, CBbpP3aHu ¢ XpaHEHeTo

Brmoyea: MeranobnacrtHa aHeMusl, HEMOA4aBalla Ce Ha NnevyeHne ¢ BuTamud B12
donartu

D53.0 AHemwums, NpUYMHEHA OT OeNnTbYyeH HeAOUMBK
AHEMUS OT HEAOUMbBK HA aMUHOKUCENMUHU

OpoTtauuaypeiHa aHemMus
He eknroyea: CuHgpom Ha Lesch-Nyhan (E79.1)

PascTpolcTBa Ha OOMAHATA HA APOMaTHUTE aMUHOKUCESTUHU

E70.0 Knacuuecka cheHUNKeTOHYpuUs
E70.1 [Opyrv BugoBe xunepdeHunaraHuHeMum

E70.2 PascTtpoicTBa Ha OOMAHATA HA TUPO3UHA
AnKanToHypus
XunepTupo3nHeMusa
OxpoHo3a
Tupo3anHeMnus
TupoanHo3sa

E70.3 AnOUHU3IBM
AnBuHN3BLM:
e OYeH
® OYHO-KOXEH
Cungpom Ha:
¢ Chediak(-Steinbrinck)-Higashi
¢ Cross
¢ Hermansky-Pudlak

E70.8 [Opyru pascTpoicTBa Ha O6MAHATa HAa aPOMATHUTE aMUHOKUCESTUHU
PascTpoiicTtBa Ha:
e 0OMSAHATa Ha xucTuamHa
e 0bmaAHaTa Ha TpunTodaHa

Pa3scTtponcTBa Ha OOMsAiHATA HA AMMHOKUCENUHUTE C PA3KIIOHEeHAa Bepura U _Ha MacTHUTE
KUCEeJIuHU

E71.0 bBonecT Ha “ypuHa KaTo KneHoB cupon”

E71.1 [Opyru pascTpoicTBa Ha OOMAHAaTa HA aMUHOKUCESTMHUTE C PAa3KIIOHEeHa Bepura
XunepneBuuH-n30NeBLUUHEMUS
XunepeanuHemusa
M3oBanepuaHoBa aymaemms
MeTunmanoHoBa ayuaemMus
MNponuoHoBa aunagemuna

E71.2 Pa3cTponCcTBO Ha OOMAHATa HA AMUHOKUCESTMHUTE C Pa3KIIOHEHA BEpura,
HEYTOYHEHO

E71.3 Pa3scTtpoicTBO Ha OOMAHATA HA MACTHUTE KUCEJNIMHU
AapeHoneskoauctpodunsa [Addison-Schilder]
deduumnT Ha MycKynHaTa KapHUTUH-NanMUTUNTpaHcdepasa
MuTOXOHAPUANHU U NEPOKCM3OMHM BONECTH
He exnrovea: 6onect Ha Refsum (G60.1)

6onecrt Ha Schilder (G37.0)
cuHapoM Ha Zellweger (Q87.8)




Opyru pascTponcTBa Ha 06MAHATA HA AMUHOKUCENTUHUTE
He eiunroyea: OTKNOHEHUs OT Hopmarta 6e3 nsaeeHo sabonaeaHe (R70—R89)
pascTpoicTBa Ha:
e obMaHaTa Ha apoMaTHUTE aMuHUokucenuuu (E70.—)
e obMaHATa Ha aMUHOKUCENUHUTE C pasknoHeHa Bepura (E71.0—E71.2)
e obMaHaTa Ha MacTHUTE Kucenuum (E71.3)
e OMsHaTa Ha nypuHa u nupumuanHa (E79.—)
nogarpa (M10.—)

E72.0 PascTtpoucTBa Ha TPAHCMOPTUPAHETO HA AMMHOKUCESTUHU
LnctnHosa
Lunctunypua
Cunapom Ha Fanconi(-de Toni)(-Debre)
Bonect Ha Hartnup
CuHapom Ha Lowe
He eisnoyea: pascTponcrea Ha obmsHaTa Ha TpunTodaHa (E70.8)

E72.1 Pa3scTtpoicTBa Ha OOMsIHATa Ha CAPA-CbAbPXALWUNTE AMUHOKNCESTMHUN
LnctatuoHuHypua
XOMOUUCTUHYPUS
MeTnoHuHemunsa
Hedunumnt Ha cynduTokcugasa
He eimnoyea: aecuumt Ha TpaHckobanamuH Il (D51.2)

E72.2 PasctpoicTBa B METAOONUTHUSA LIMKDBJI1 HA ypeATa
ApruHuHemMus
APrMHUHOCYKLUUHOBA auuaypus
LuTponmHemus
XunepamoHuemMmnsa
He exnroyea: pascTpoicrea Ha obmaHaTa Ha opHUTUHA (E72.4)

E72.3 Pa3scTtpoictBa Ha OOMAHATA HA NTU3MHA U XUAPOKCUITU3MHA
nyTaposa aunaypus
XUapPOKCUNU3NHEMUA
XunepnuanHemunsa

E72.4 PasctpoiicTBa Ha OOMAIHATA HA OPHUTUHA
OpHutuHemus (tun |, 11)

E72.5 PascTtpoucTBa Ha OOMsIHATaA Ha rMUUUHA
XunepxuapoKCUnpoTMHEMHUS
Xunepnponuuemua (tun I, II)

HekeToHOBa xuNepriaMuuHeMuns
Capko3anHemus

E72.8 [pyru yTOuHeHM pa3CTPOUCTBA HA OOMAHATA HA AMUHOKUCESTUHUTE
PascrtpoiicTsa:
e Ha oOMsHaTa Ha B-aMUHOKUCENUHUTE
e B y-rMyTamunoBuUs Lkl HeNMOHOCMMOCT KbM NakTosa

E73.0 BpoaeH HeQOUMDBK Ha nakrasa
E73.1 BTopuyYeH HeAOMMDbK Ha rnakrasa

E73.8 Opyru BuaoBe HEMOHOCUMOCT KbM J1aKTO3a

Opyru pascTponcrea Ha o6MAHaTa Ha BbInexugparTute

He sinoyea: noBuLLIEHa cekpeumns Ha rrokaroH (E16.3)
3axapeH anabet (E10—E14)
xunornukemuna bAY (E16.2)
Mykononuaaxapugo3sa (E76.0—E76.3)




E74.0 BonecTt Ha HaTpynBaHeTO Ha IMMKOreH
CbpaeyHa rnMkoreHosa
Bbonecrt Ha:
¢ Andersen
e Cori
¢ Forbes
e Hers
¢ McArdle
¢ Pompe
e Tauri
¢ Von Gierke
Heagoumbk Ha yepHoapobHa dhocopunasa

E74.1 PascTpoicTtBa Ha o6MAHaTa Ha (ppyKTO3aTa
EceHuunanHa pykTosypus
Hegoumbk Ha ¢pykT030-1,6-ancpocdarasa
HacneacreeHa HENOHOCUMOCT KbM (PpYKTO3a

E74.2 PascTpoicTBa Ha OOMAHATa Ha ranakrosarta
Hepgoumbk Ha ranakTokMHasa
ManakTo3emus

E74.4 PascTtpoiucTBa Ha OOMsIHaTa Ha NUpyBaTa U IMHKOHeOoreHe3ara
Hepoumbk Ha:
e hochoeHonNNUPyBAaT KapOOKCMKMHA3a
¢ MpyBarT:
e kapbokcunasa
e JexugporeHasa
He eknioyea: ¢ aHemna (D55.—)

E74.8 [Opyru yTOYHEHU pa3CTPOMCTBA HA OOMAHATA HA Bbrnexugparurte
EceHunanHa neHTo3ypu4
Okcanosa
Okcanypus
PeHanHa rnioko3sypus

Pa3scTtpoucTBa Ha OOMsHata Ha cduHronunuauwte U _APYrvM_HapyuweHus

Ha

HaTpynBaHe Ha nunugurte

E75.0 Manrnuo3ngosa GM2
Bbonecrt Ha:
« Sandhoff
e Tay-Sachs
e GM2 raHrnnosmnposa:
e BY
e P11 Bb3PAaCTHU
e IOBEHUITHA

E75.1 Opyru raHrnuosngosu
FaHrnMosnposa:
e BY
e GM 1
e GM 3
Mykonunuagosa IV

E75.2 [Opyru cpuHronunngosm
BornecT Ha:
¢ Fabry(-Anderson)
e Gaucher
o Krabbe




+ Niemann-Pick
Cungpom Ha Farber

MeTtaxpomaTtudHa neskoaucTpodpus

Hegoumbk Ha cyndpaTasa

He srmoyea: agpeHoneskoauctpodusa [Addison-Schilder] (E71.3)

E75.3 CduHronunuaoosa, HeyTouyHeHa

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

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

PascTponcTBa Ha OGMAHATA HA IMHOKO3aMWHOIMUKAHUTE

E76.0 Mykononusaxapugosa, Tun |
CuHAPOMMU Ha:
e Hurler
¢ Hurler-Scheie
¢ Scheie

E76.1 Mykononusaxapugosa, Tun 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(-nogo6eHr)(knacu4ecku)
¢ Sanfilippo (tun B)(tun C)(tun D)

E76.8 [Opyru pascTpoicTBa HA OOMAHATA HA ITIHOKO3aMUHOITIUKAHUTE

PascTpoicTBa Ha OGMAHATA HA IMIOKONPOTEUHUTE

E77.0 DedekTn B nocTTpaHcnayMoHHaTta moaudukaumus Ha IM3030MHUTE EH3UMUN
Mykonunuao3sa Il [I-kneTbuHa 6onecr]
Mykonunugosa lll [ncesgo- Hurler nonuancrpodus]

E77.1 DedekTn B pasrpaxxagaHeTo Ha rfiOKONPoOTeUHUTE
AcCnapTUnrnKo3aMmHypus
dyko3ngosa
MaHHOo3na03a
Cuwanugosa [Mykonunuao3sa l]

E77.8 [Opyru pa3cTpoACTBa HA OOMAHATA HA ITIOKONPOTEUHUTE

Pa3cTponcTBa Ha O6GMAHATA HA NMMNONPOTEMHUTE U APYIU NMNNUOEMUN
He simoyea: chuHronunuaosmn (E75.0—E75.3)

E78.0 Yucrta xunepxornecreposneMus
$bamunHa xunepxonecreponemms
XunepnunonpoTtenHemua Ha Fredrickson, Tun lla
XunepbeTanunonpoTenHeMns
Xunepnunuaemus, rpyna A
XUNepnunonpoTeMHEMUA ¢ NIMNONPOTEUHU C HUCKA NNbTHOCT [LDL]




E78.1

E78.2

E78.3

E78.4
E78.6

E78.8

Yucrta xuneprnuuepugemMms

EHgoreHHa xunepramuepungemms

XunepnunonpoTtenHemua Ha Fredrickson, Tun IV

Xunepnunuaemus, rpyna B

XunepnpebetanunonpoTemHeMuns

XunepnunonpoTemHeMmna ¢ NUNONPOTEUHN C MHOTO HUCKA NbTHOCT [VLDL]

CmMmeceHa xunepnunuaemMms
O6LwmpHa unu nnaesawa 6eTanunonpoTenHeEMUsI
XunepnunonpotenHemuna Ha Fredrickson, Tun llb unu 1l
XunepbeTanunonpoTemHeMus ¢ npebeTanunonpoTenHemMmns
Xunepxonecreponemusi ¢ eHAOreHHa xuneprimue puaemms
Xunepnunuaemus, rpyna C
TyGepo-epynTUBHA KCAHTOMA
Xanthoma tuberosum
He exnroyea: uepebpoTeHANMHO3HA xonecrteposa [van Bogaert-Scherer-Epstein] (E75.5)

XunepxunoMmMKpoHeMus

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

CmeceHa xunepriuuepuaemms

Opyrv xunepnunuaeMum

HeaoumMbK Ha MIMNONPOTEUHU
AbetanunonpoTenHeMusi

HegommMbK HA NMMNONPOTENHM C BUCOKA MITbTHOCT
XunoandanunonpoTenHemms
XunobetanunonpotenHemus (pammunHa)

HegouMmbK Ha neyuTuH-xonectepon-auMnTpaHcoepasa
TaHxepcka bonect

Opyru pascTpoicTBa Ha OOMAHATa Ha IMNONPOTEUHUTE

Pa3cTpoicTBa Ha O6MAHATA HA NYPUHA U NTUPUMUAMNHA

He exnoyea: Kambk Ha 6bOpeka (N20.0)

E79.1
E79.8

KOMBUHUPAHN MUMYHOHEAOUMBYHK pascTponcTea (D81.—)
nogarpa (M10.—)

opoTaumnaypuyHa avemusa (D53.0)

nUrMmeHTHa kcepoaepmus (Q82.1)

Cungpom Ha Lesch-Nyhan

Opyru pascTponcTea Ha O6MAHaTa HA NypuHa U NUPUMUOUHA
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

Opyrn nopdupun
HacneacrteeHa konponopdupua
Mopdupus:
o BLOY
e OCTpa UHTEPMUTEHTHA (4epHOAPOBOHA)
Mpn HeoBxoAUMOCT OT MAeHTUULMPAHE HA NPUYMHATA CE U3NON3Ba AOMbIIHUTENEH
KOZ 32 BbHLUHM NPUYKHK (Knac XX).




Pa3cTpoiicTBa Ha MMHepa/nHaTa o6MsAHa

He BknouBa: anMmeHTapeH HeAOUMbK Ha MUHepanHu BeuwecTtBa (E58— E61)
pascTpoicTBa Ha napawutoBuaHaTta xnesa (E20— E21)
HeAOUMBbK Ha BUTaMuH ~ (E55.—)

E83.0 Pa3cTpoiicTBa Ha o6MAHaTa Ha meaTa
Bonect Ha Menke3 (6onecT Ha KbAapaBuTe Kocu) (601eCT HAa CTOMaHEHUTe KOCcK)

Bonect Ha M/13on

E83.2 Pa3cTpoiicTBa Ha o6MsAHaTa Ha LMHKa
EHTeponaTeH akpogepmatut

E83.4 Pa3cTpoiicTBa Ha o6MsAHaTa Ha MmarHesns
XnnepmarHesemus

XnnomarHesemus

Opyrn pascTtpoiicTBa Ha o6MAHaTa Ha BeuwecTBaTa

He BknouBa: XxmctmoumTosa X (XpoHuyHa) P76.0)
Mpyv Heo6XO0ANMOCT OT MAEHTUd NLUNPaAHEe HAa TeKapCTBEHOTO CpeACcTBO, Npefu3BuKano
pa3cTpolicTBo Ha o6MsAHaTa Ha BelecTBaTa, Ce W3Noa3Ba AONbJAHWUTENIeH Kop 3a
BbHWHWU NpuYmnHn (knac XX).

E88.1 Nunnopgunctpoduma, HeknacudurnumpaHa gpyrage
Nunogunctpodua bAY
He BK/1tOUBA: 6onect Ha MMppio (K90.8)

E88.2 lnnomaTto3a, HeknacudpuumpaHa gpyrage
Nnnomarto3a:
- BAY
e 6onesHeHa percurT]

E88.8 Apyrn yToyuHeHun pa3cTpolicTBa Ha o6mMAHaTa Ha Bel,ecTBaTa
ApeHonmnomaTto3a Ha “amno”5-Benb5aniie
TpumeTnnaMmuHypms

KOOOBE HA OCHOBHW NPOUEAYPU

2.2. OCHOBHW ANWATHOCTWYHW NMPOLUEAYPW

KomnioTbpHa TOMOrpadusa Ha MO3bK

KomnioTbpHa Tomorpadusa Ha rnasa bAYy
He BK/MO4YBA: komnioTLpHa ToMorpadua:
e Npun cnupanHa aHrnorpaduna (57350 [1966]) Nnpu ckaHMpaHe Ha:
e rpbaeH kow (57001,57007 [1957])
* 1 kopem (57001-01,57007-01 [1957])
e nueBa KOCT U OKONOHOCeH cuHyc (56030-00, 56036-00 [1956])
e CpefHO yX0 u TemnopanHa kocT (56016-02, 56016-03, 56016-06,
56016-07 [1955])
* opb6buta (56013-02, 56013-03 [1954])
e nutyntapHa amka (56010-02, 56010-03 [1953])

56001-00 KomnioTbpHa ToMmorpadmus Ha MO3bkK

56007-00 KomnioTbpHa ToMmorpadmsa Ha MO3bK C MHTpaBeHO3Ha KOHTpacTHa matepus
KomnioTbpHa ToMmorpadusa Ha MO3bk 6e3, cnej ToBa C BEHO3eH KOHTpacT

PeHTreHorpadunsa Ha rnaBa Uaun wus

He BK/tOUBA: Ha wwueH rpb6HaK (58100-00 [1968])



57901-00 PeHTreHorpadgusa Ha yepen
BktouBa:  kansapuym
He BkMo4uBa: uedanomeTrpus (57902-00, 57930-00, 57933-00 [1967])
TakaBa Ha:
e MmactomagHa kKocTt (57906-00 [1967])
* OKO/NMoHOCeH cuHyc (57903-00 [1967])
e NeTpo3Ha TemnopanHa kocT (57909-00 [1967])

PeHTreHorpadmnsa Ha rpb6HauYeH cTbN6, > 2 oTAena

BkouBa: cyHKLUMOHANHU FNefHU TOUKM
TakaBa OT 2, 3 UM 4 OoT cfiegHUTe rpbOHaUYHM oTAena:
* uepBuKaneH
e nymb6ocakpaneH
* cakpokokuureaseH
* TOpakaneH
58115-00 PeHTreHorpadgusa Ha rpb6HavYHmna cTtbnb, 3 oTaena

Lpyra peHTreHorpagusa Ha rpbaeH Kow

58500-00 PeHTreHorpadma Ha rpbaeH Kow
BkntouBa: 6porx

Anadparma
cbpue

6an gpo6
efmnacTuHymMm

He Bk/to4UBa: Takaga Ha:
* peb6bpa (58521-01,58524-00 [1972])
e rpbAHa kocT (58521-00 [1972])
e rpbaeH Bxona (58509-00 [1974])
e Tpaxena (58509-00 [1974])

PeHTreHorpadcgumna Ha pameHeH oTaen

57700-00 Pagnorpacduma Ha pamo nnm ckanyna

PeHTreHorpadmnsa Ha ropeH KpaHUK

57512-01 PeHTreHorpaguma Ha nakbT U NpeaMUWIHNLA

PeHTreHorpadgma Ha ropeH KpamHUK

57512-03 PeHTreHorpadgusa Ha gnaH, NnpbCTU U KUTKa

M3cnepBaHe Ha KOCTHU

58300-00 PeHTreHOBO u3cfiegBaHe KOCTHa Bb3pacT Ha KMTKa U KOJIAHO

PeHTreHorpacgpua Ha Tas

57712-00 PeHTreHorpadgusa Ha TasobeppeHa cTaBa
He BkMo4vBa: koHTpacTHa apTporpadua (59751-00 [1985])
TakaBa Ha pemypHa wwniika (57518-00 [1983])

57715-00 PeHTreHorpadgusa Ha Tas
Pagnorpacmna Ha Ta3oB BXxof
He BK/Mo4YBa: paguorpadcka neneumeTpus (59503-00 [1981])



Pagpnorpadmna Ha goneH KpamHUK

57518-00 PeHTreHorpadwmna Ha dhemyp
Pagvorpadus Ha 6egpo

He BK/MOUBa: takaea npu BBLTpelwHa hukcauma Ha pemopanHa dpaktypa (57721-00
[1981])

57518-01 PeHTreHorpadgusa Ha KONAHO

He BK/MOUBA: nacneaBaHe KocTHa Bb3pacT Ha KOMNAHO U kuTka (58300-00 [1984])
57518-02 PeHTreHorpadguna Ha nopgbegpuuya

Papgpnorpacdmna Ha goneH kKpalHuUK

57524-04 PeHTreHorpadgusa Ha rneseH m ctbnano

1940 YnTtpa3BYK Ha rfnasa v wus

BkntouBa 3ag4b/1XXNTENHO:

55032-00 YNntpa3ByK Ha wuA
He BK/MOYUBA: aynnekc ckaH Ha KapoTUAHU cbaoBe (BUX 6nokosBe [1944] n [1946])

YNnTpa3ByK Ha cbpue

Exokapguorpagus
BkouBa:  TtakbB M3NbAHEH:
* N3non3saliku:
e ManupaHe Cc LUBeTeH MOTOK
« lonnep TeXHUKN (NMpoabNXUTENHa BbaHA) (Nyncupawa BbAHA)
* MEXaHWYHO CEeKTOPHO CKaHupaHe
* TpaHcAtlcep ¢ pa3o0BO M3bYUYBaHe
* C BUAEO 3anuc
55113-00 M-pexum un ABYyU3MepeH y/nTpa3BYK Ha CbpLue B peaslHO Bpeme

YNTpas3ByK Ha KOpeM UNu Tas

55036-00 YnTtpa3ByK Ha KOpem
BKktoUBa: ckaHupaHe Ha ypuHapeH TpakT

He BK/Mo4Ba: kopemHa cTeHa (55812-00 [1950])
npM CbCTOAHUSA, CBbP3aHu c 6pemeHHOCT (55700 [1943], 55729-01 [1945])

MarHuTHO pe3oHaHceH o6pas

90901-00 MarHMTHO pe3OoHaHCHa Tomorpadua Ha MO3bkK
He BkouBa: d)yHKLLI/IOHaI'IHO MarHMTHO Pe30HaHCHO M13csiegBaHe Ha MO3bK
(90901-09 [2015])

EnektpoeHuedanorpadunsa [EET]

11000-00 EnektpoeHuedganorpadusa

Apyrm AnarHocTUYHU TecToBe, N3MepBaHUA NN U3cnefBaHnsa

91929-00 MukKkpoOCKONCKO m3acnenBaHe Ha npoba OT yXO, HOC, Fbp/i0 U NapUHKC 3a 6akTepuasHa
HamMaska

Apyrm AnarHoCcTUYHU TecToBe, N3MepBaHUA NN U3cnefaBaHnsa

91929-01 MunKpoCKONCcKo mn3cnenBaHe Ha npoba OT yX0, HOC, TbP/I0O U TAapPUHKC 3a KynTypa



,D,pyru ANAarHoCTU4Hu TeCcToBE, UISMEPBAHUA UNTU U3cneaBaHusA

91929-02 MuKpOCKONCKO u3crneasaHe Ha npoba oT yxo, HOC, MbpMo U NMApUHKC 3a KynTypa u
YYBCTBUTEMHOCT

,D,pyru AWArHOCTUYHU TeCcToBe, U3MEPBAHUA UNTU U3cneaBaHusA

92184-00 Mukpockoncko uscrnegsaHe Ha npoba ot Tpaxesi, 6poHx, nnepa, 6sin apob, apyra
rpbAaHa npoba u xpadka 3a bakrepuanHa Hamaska

,D,pyru AWArHOCTUYHU TeCcToBe, U3MEPBAHUA UNTU U3cneaBaHusA

92184-01 Mukpockoncko uscnegeaHe Ha npoba ot Tpaxes, 6poHx, nnespa, 6an apob, apyra
rpbaHa npoba u xpayka 3a Kyntypa

,D,pyru ANArHOCTUYHU TeCcTOoBe, U3MEPBAHUA UNTU U3cneaBaHusA

92184-02 Mukpockoncko uscrneasaHe Ha npoba ot Tpaxesi, 6poHx, nneepa, 6sin apob, apyra
rpbaHa npoba u xpayka 3a KynTypa u YyBCTBUTENHOCT

,D,pyru AUArHOCTUYHU TeCcTOoBe, U3MEPBAHUA UNTU U3cneaBaHusA

91937-00 MuKpOCKONCKO U3CneaBaHe Ha KpbB 3a BakTepuanHa Hamaska

,D,pyru AWArHOCTUYHU TeCcTOoBe, U3MEPBAHUA UNTU U3cneaBaHusA

91937-01 MMUKPOCKOMNCKO U3CneaBaHe Ha KpbB 3a KynTypa

,D,pyru AWArHOCTUYHU TeCcTOoBEe, U3MEPBAHUA UNTU U3cneagBaHusA

91937-02 MuMKPOCKONCKO U3cneaBaHe Ha KpbB 3a KynTypa u YyBCTBUTENHOCT

1923 AMarHoCTUYHU TeCTOBE, USMEPBAHUA UK U3CreABaHUA, KPbB U KPbBOTBOPHU OpraHu

BkniouBa 3a4bMKUTENHO BCAKO €4HO OT CNEAHUTE U3CMNeaBaHuUA:

91910-04 KpbBHa KapTMHa — nNOHEe OCeM WNKU MnoBeYye OT MOCOYEeHUTE nokKasaTenu:
XeMOrnoOuH, epUTPOLIMTU, NEBKOLUUTU, XEMATOKpUT, Tpombouutn, MCV, MCH, MCHC

91910-05 OudepeHuynanHo ©OpoeHe Ha NEBKOUMTM — BM3yanHO MMKPOCKOMNCKO WMn
aBTOMAaTUYHO anapaTHO u3crneaBaHe

91910-12 KIMMHUYHO-XMMUYHU N3CneaBaHus 3a rnioKosa

91910-13 KAMHUYHO-XUMUYHKN U3cneaBaHua 3a KpeaTuHuH

91910-14 KnNUHUYHO-XMMUYHKN n3cnensaHua 3a ypes

91910-15 KNUHUYHO-XMMUYHKM n3cneaBaHns 3a oou, GunmpyouH

91910-17 KNUHUYHO-XMMUYHKM u3cneaBaHns 3a obw 6enTbk

91910-33 KnnHU4YHO-XMMUYHKN n3cneasaHua 3a Hatpuin u Kanui

91910-34 KnUHUYHO-XMMUYHKU n3cnegsaHua 3a Kanuun

91910-35 KnnHUYHO-XMMUYHKM n3cnegsaHua 3sa docoartu

91910-08 M3cneaBaHe Ha BPEME Ha KbpPBEHE

91913-04 M3cneaBaHe Ha BpeME Ha CbCUpPBaHe

91910-09 M3cneagsaHe Ha npoTPOMOBUHOBO BpeEME

91910-10 M3cnegBaHe Ha akTUBMPAHO NapumanHo TpombonnacTuHoBo Bpeme (APTT)
91910-11 MacneasaHe Ha ubpUHoOreH

13311-00 M3mepBaHe Ha ra3oBe Ha CMeCceHa BEHO3HAa KPbB

3aabMKUTENHO NPU FrEeHETUYHO 3ab0nsiBaHE 3a NOCTABAHE HA reHeTU4YHa AuarHosa, npu nbpea
xocnuranusaumsi, Ce U3BbpLLBA:

91881-00 JOHK ananus

Mo npeueHka HA NekyBalus nekap ce M3BbPLUBAT U:

91916-00 eHeTu4YHn n3cneaBaHus




91916-01 LUntoreHeTMyeH aHalin3 Ha KPpbB UIN KOCTEH MO3bK
91925-19 Apyrn XopMoOHa/iHM u3cnegBaHus
91913-02 CeponornyHo n3cnenBaHe 3a paHeH M 3a KbCeH cudunmnc

Apyrm ouarHOoCTUYHK TecTOoOBe, U3MepBaHUA UNWN U3CceaBaHUSA

91919-03 MMUKPOCKONCKO M3cnefBaHe Ha npob6a OT AO0NHUA XpaHOCMuUIaTeNneH TpakT u
n3npaxHeHma 3a 6akTepuanHa Hama3ska

Apyrm AnarHoCcTUYHU TecToBe, N3MepBaHUA NN U3cnefaBaHuns

91919-04 MWKPOCKONCKO m3cnepBaHe Ha npoba OT AO/THUA XpaHOCMUNaTesleH TpakT u
n3npaxHeHusa 3a Kyntypa

Apyrm AnarHoCcTUYHU TecToBe, N3MepBaHUA NN U3cnefaBaHnsa

91919-05 MWKPOCKOMNCKO M3cnenBaHe Ha npob6a OT AO/THUA XpaHOCMuUAaTeneH TpakT u
n3npaxHeHunsasa Kyatypa n HyBCTBUTENTHOCT

Apyrm ouarHOCTUYHK TeCcTOoOBe, U3MepBaHUA UNWN U3CnefBaHUSA

91920-02 MWKPOCKOMNCKO m3crnepBaHe Ha ypuHa 3a KyjaTypa M H4yBCTBUTENTHOCT
BkntouBa: ypokyntypa
aHTn6umnorpama

1932 n3cnepgBaHuUsa Ha ypuHa

BkntouBa 3a4b/1XUTENHO BCAKO e4HO OT clefHUTe:

91226-00 MeTaboNnTeH CKPUHMHI Ha YpUHa 3a MyKOononmsaxapuamn
91226-01 MeTabonnUTeH CKPUHUHT HAa YPUHA 32 aMUHOKUCETUHN
91226-02 MeTaboNnnTeH CKPUHUHT HA YpUHA 3a OpPraHMYHU KUCENUHN

Apyrm ANarHOCTUYHUW OYHWN TeCcTOBe, U3MeEpPBaHUA NN n3cnensBaHnsa

92015-00 Bun3yaneH eBokunpaH noteHuunan [BEM]

CnyxoBu eBOKMpPaHU noteHumanmn

11300-00 AyanomeTpna Ha eBOKMpPaHW NMOTEHUMaIN HAa MO3bYeH CTBOJ
96050-00 KopTukaneH eBoknpaH OTroBop aygnometpus

1934 Apyrn nabopaTopHuM nscnenBaHms

92191-00 MonunmepasHa BepuxHa peakums 3a gokadsaHe Ha COVIN-19
92191-01 TecT 3a oTKpuBaHe aHTureH Ha 3AP3-Co”"2

2.3. OCHOBHW TEPANEBTUWYHWN NPOLUEAYPWU

HevMHUN3NOHHO NOoCTaBsAHEe N NHTEPBEHUNN 3a AnsaTalnsa Ha XpaHocMmunartesnHa cucrtema

92066-00 MocTaBAHe Ha pekTanHa Tpbba
CmsaHa Ha pekTanHa Tpbba



MpunoxeHne Ha chapmakoTepanus

96202-07

EHTepanHo npunoxeHne Ha hapMako/slOrM4YeH areHT, XpaHUTeNHO BeL,ecTBO

MpunaraHe Ha KPbB M KPbBHU MPOAYKTU

13706-02

MpunoxeHne Ha onakoBaHW KNeTKU
TpaHcdy3ua Ha:

e epuTpoLUTH
e OnakoBaHW KNeTKu

* YepBEeHWN KPBbBHU KNETKU

NMpunaraHe Ha KPbB U KPBbBHW NPOAYKTHU

13706-03

MpunoxeHne Ha TpomboLnTH
TpaHcdy3na Ha:
« TpoMGOUUTH

MpunoxeHue Ha papmakoTepanus

96199-07

MHTpaBeHO3HO MpU/IOXeHNEe Ha PapMaKo/iorMyeH areHT, XpaHUTe/NIHO Bel,ecTBO
MpunaraHe Ha papMakonOrMyeH areHT ypes:

* UH(PY3MOHEH NopT

e Porl-A-Call

¢ pe3epBoap (NOAKOXEH)

* YCTPOIiCTBO 3a CHAOB AOCTbIN

* BEHO3eH KaTeTbp

KOp,MpaVI CbLLO KOramTo e HanpaBeHa:

® nocTaBsiHe, M3BaxfJaHe WAW peBU3NA Ha YCTPONCTBO 3a CbAOB AOCTbN (BUX 60K

[766])

® 3apexpjaHe Ha yCTpPOlCTBO 3a AOcCTaBsHe Ha MeaukameHTun (96209 [1920])

He BK/MOYUBA: xupypruuHa kaTeTepusauusa ¢ npunaraHe Ha xMuMuoTepaneBTUUYEH areHT

(Bux 6nok [741])

MpunoxeHue Ha papmakoTepanus

96199-08

MHTpaBEHO3HO MPpUOXeHWEe HAa PAPMaKONOrTUUYeH areHT, e/IeKTPOANT
MpunaraHe Ha papMakoNOrTMUYeH areHT ypes:

* MH(PY3NOHEH nNopT

e Por!-A-Call

* pesepBoap (NOAKOXEH)

¢ YCTPOWCTBO 3a CbAOB AOCTbN

* BEHO3eH KaTeTbp

KOp,VIpaVI CbLLO KOramTo e HanpaBeHa:

* NocTaBsHe, n3BaxpaaHe UM pPeBU3MA Ha YCTPOMCTBO 3a CbAOB AOCTbN (BUX 650K
[766])

* 3apexpgaHe Ha yCTPOWCTBO 3a fOCTaBAHe Ha MeankameHTn (96209 [1920])

He BK/MOUBA: xupypruyHa kaTeTepusauus ¢ npunaraHe Ha XMMUOTepPaneBTUYEH areHT

(B 6n0kK [741])

MpunoxeHue Ha papmakoTepanus

96199-02

MHTpaBEHO3HO NPUIOXEHNE HA hapMaKONOrMYeH areHT, NPOTUBOUHM EKLNO3EH areHT
MpunaraHe Ha papMaKko/OrMUYeH areHT ypes:

* UH(PY3MOHEH nopT

* Por!-A-Call

e pesepBoap (NOAKOXEH)

* YCTPOWCTBO 3a CbAOB JOCTbN

* BEHO3eH KaTeTbp

KOp,VIpaVI CbLLO KOramo € HarnpaBeHa.

noctaeBsHe, U3Bax/JaHe WAM PeBU3UA Ha YCTPOWCTBO 3a CbLAOB [OCTbN (BUX 610K
[766])

3apexjaHe Ha yCTPOWCTBO 3a fOoCTaBAHe Ha meaukaMmeHTn (96209 [1920])

He BKMOYBa: xnpypruuna kaTeTepusauma c npuaaraHe Ha XxuMuoTepaneBTUUYEeH areHT(BUX 610K

[741])




|_|pI/IJ'IO)KeHVIe Ha doapmaKOTepanMﬂ
96199-03 MHTpaBeHO3HO NpunoxeHWe Ha hapMakKoONOrMyeH areHT, cTepoup
MpunaraHe Ha hapMaKoO/IOTMYEH areHT yYpes:
* MH(PY3NOHEH nNopT
* Por!-A-Call
* pesepBoap (NOAKOXEH)
* YCTPOWCTBO 3a CbAOB AOCTbN
* BEHO3eH KaTeTbp
KOp,I/IpEiI‘/'I CbLLO KOramo € HarnpaBeHa.
® nocTaBsiHe, M3Bax/jaHe WIN PeBU3USA Ha YCTPOMCTBO 3a CbAOB AO0CTbN (BUX 60K
[766])
* 3apexpjaHe Ha yCTPOWCTBO 3a fOCTaBAHe Ha MeankameHTn (96209 [1920])
He BK/MOYBA: xupypruuHa kaTeTepusaunusa ¢ npunaraHe Ha XuMuoTepaneBTUUYeH areHT
(Bux 6n0ok [741])

96197-03 MyCKYNnHO npunoxeHne Ha papMako/iorMyeH areHT, ctepoup

MpunoxeHne Ha papmakoTepanus

96199-09 MHTpaBeHO3HO NpuoXeHWe Ha (hapMakKoNoOrmMyeH areHT, opyr n HecneundunyeH
apMakonormMyeH areHTt

MpunaraHe Ha papMaKo/IOTMYeH areHT ypes:

* WH(py3noHeH nopT

e Porl-A-Call

*« pe3epBoap (NOAKOXEH)

* YyCTPONCTBO 3a CbAOB A0CTHN

* BEHO3eH KaTeTbp

KOp,MpaVI CbLLO KOramTo e HanpaBeHa:

* NocTaBsHe, U3BaxgaHe WU PeBU3NA Ha YCTPONCTBO 3a CHAOB AOCTbN

(Bnx 610K [766])

* 3apexpgaHe Ha yCTPOWCTBO 3a fOcCTaBAHe Ha MeankameHTn (96209 [1920])

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

96197-09 MyCKYNnHO NpunoxeHue Ha papmMako/nOrMyeH areHT, ApYyr n HecneunduyeH
hapmakonormyeH areHT

M3nckBaHe: KIMHMYHaTa NbTeka ce cUMTa 3a 3aBbplleHa, ako ca MPUIOXKEHN U OTYETEHWN Tpwu

OCHOBHW AWArHOCTMYHMW U ABE OCHOBHW TepaneBTUYHM Mpouenypwu, NocoyeHn B Tab6numua Kogose Ha
OCHOBHMW Npoueaypu.

Mpn nbpBa XxocnuTanmi3auma No NOBOJ FreHETUUYHO 3abonaBaHe:

KnunHnyHata NnbTeka ce OTYMTA CbC 3a4b/IKUTENTHO NPOBEAEHO TeEHETUYHO M3cnepBaHe:
~MEeTaboNUTEH CKPUHWHI WAW aHanuM3 Ha ypuHa 3a MykKononmsaxapupgun, aMUHOKUCENUHWN NN
OpPraHM4YHN KNCenmHn” 6nok 1932 (91226-00 n 91226-01 ©n 91226-02) mnun eHanmeH m/innn AHK -
aHanus3, B cryyanTe KOrato ce Kacae 3a reHeTM4YHO 3abonAaBaHe M aHanAM3NTe ca Bb3MOXHU B
Bbnrapua 6nok 1923.

OcHoBHa npouegypa 92191 -00 nnmn 92191 -01 ce ocblwecTBaABa NPU HeO6XOAMMOCT U Ce Npunara
npu gnarHoctmuymnpaHe Ha COVIN-19. Ta3nm npouyegypa ce n3sbplwBa Npy nokasaHus nm ce oTymTa Karto

AOoONb/IHNTENHa AuMarHocTu4yHa npouyegypa KbM Apyrnte AMarHoCctTuyHuM npouenypum, nocoyeHu BDHB
BCEKM AMNATHOCTUYHO-1eyebeH anropuTbM Ha CbOTBeTHAaTa KJIMHMYHA NbTeka.

4. ycnoBumda 3A CKNIOYBAHE HA 4OITroBOP N 3A N3NBJIHEHWE HA KIVMVHUWYHATA NbTEKA
KnunHnyHata nbTeka BKNOYBa [AeWHOCTM UM ycnyrm oT ob6xBaTta Ha MefguuUHCKaTa
cneynanHocT "HeoHaTtosnorna"™, ocbuecreaBaHa Ha TPeTO HMBO Ha KOMMNETEHTHOCT, Cbr/anacHoO
MeaAULUHCKKN cTaHgapT "HeoHatonorma".
M3nckBaHuATa 3a Halmume Ha 3aAbNXUTenHw 3BeHa, anapatypa M chneumanmcim ca B
CbOTBETCTBUE C MEeAULMHCKN cTaHAapT ,EHAOKpuUHONOrMa n 6onectn Ha obmAHarta”.



a) SAABIDKUTENHN 3BEHA, MEOUMLIMHCKA AMNAPATYPA N OBOPYABAHE, HANIMYHUN U
OYHKUMOHUPALLIN HA TEPUTOPUATA HA NEYEBHOTO 3ABEAEHUE, U3MBJIHUTEN HA
BOJIHWYHA NOMOLL

Jleye6GHOTO 3aBeAeHMe 3a BONMHUYHA NOMOLL MOXE Ja OCUTypW 4pe3 AOroBop, BMEHEHUTE KaTo
3a4bJDKUTENHU 3BEHA, MEJMLUMHCKA anapaTtypa u obopyaBaHe, u ¢ Apyro neyebHO 3aBejeHue 3a
M3BBbLHOONHUYHA MM BOMHMYHA MOMOLLL, PA3NOMNOXEHO HA TepuTopuaTa My M uMaLo goropop ¢ H3OK

3aabmKuTenHo 3BeHo/MegULIMHCKA anapartypa
HeoHaTonoOrM4Ha KnMHMKa/oTaeneHmne

2. KnuHuuyHa naGopatopua ¢ Il unm 1l HMBO Ha KOMNETEHTHOCT, BKI. KIA,
XEMOCTa3nonNorns

3. CTpyKTypa 3a peHTITeHOBO U3CeaBaHe — PEHreHoB anapar 3a ckonua u rpadus
4. 3B€HO 3@ UHTEH3UBHO NeYeHne

B cnyudaute, korato ne4yebHOTO 3aBedeHue 3a GONMHMYHA MOMOLL HE pa3snonara c¢bC CobCTBEHA
KNMMHWYHaA nabopaTtopusi, TO crneaBa Aa OCUIYpU OCBLLUECTBSABAHETO Ha AeMHOCT MO KIWMHWYHA
nabopatopusi OT CLOTBETHOTO HMBO NO JOrOBOP CbC CaMOCTOATENHa MeAMKO-ANArHoCTMYHa
nabopatopusi Unu ¢ KNMHUMYHa nabopaTopus — CTPYKTypa Ha apyro nevyebHo 3aBeaeHune. B Teau cnyyau
nabopaTtopusTa, C KOATO e CKJIloMEeH A40roBopbT, CneaBa Aa Obae pasnonoXeHa B e4Ha U cblua crpaga
¢ 6onHuuarta unu B pamkute Ha GonHuuara. C goroBopa 3agbinKUTENHO ce obe3nevaBa 24-4acoBo
OCbLUEeCTBABAHE Ha [AeWHOCTMTE MO KIMHMYHA nabopaTtopus 3a HyXauTe Ha CTpykTypata no
HeoHaTonorus/neanartpus.

SAOBIMKUTENHN 3BEHA, MEAMUUHCKA ANAPATYPA N OBOPYABAHE, HEOBXOOMMU 3A
M3NBIHEHWNE HA ANMMOPUTBMA HA NMBTEKATA, HEHANTUWYHMU HA TEPUTOPUATA HA
JIEMEBHOTO 3ABEAEHUE, U3NBINHNTEN HA BOJNTHNYHA NOMOLL,

JleuebHOTO 3aBegeHue 3a OONMHMYHA NOMOLL MOXE Aa OCUTYpU AEWHOCTTA HA CbLOTBETHOTO
3aQbIDKATENHO 3BEHO Ype3 AO0roBop C ApPyro nedebHO 3aBeAeHUE Ha TEPUTOPUSITA HA HACENEHOTO
MSCTO, KOETO OTroBapsi Ha M3NCKBaHMATA 3a anapartypa, obopyaBaHe u cneumanuctu 3a tasm Kl v uma
aorosop ¢ H3OK.

3aabmKuTenHo 3sgeHO/MegULMHCKA anapartypa
1. MmyHONornyHa naboparopus — Ha TepuTopUATa Ha obnacrtra
2. Naboparopus (0OTAENEeHWE)NO KNMHUYHA NaToNorusa — Ha TepUTopuAaTa Ha obnacrTa

3. Knunuka/otaeneHune no obpasHa anarHoctuka, pasnonarawo ¢ KT /MPT, ¢ ocurypeHo
obcnykBaHe Ha GonHuuata 24-yaca B AEHOHOLUMETO, BKIHOYMTENHO WM NPU CAELUHM
CbCTOSHUSA

4. BupyconornyHa naboparopus - Ha Teputopudara Ha obnacrra
5. Exokapauorpad
6. LiutoreHeTuuHa nabopartopusa — Ha TepuTopudaTta Ha obrnacrTa

7. FeHeTnyHa nabopatopusi 3a metabonuteH, eHauMmeH n JHK — aHanu3 — Ha TeputopusaTa
Ha cTpaHaTa

8. MukpobuonoruyHa nabopatopua - Ha TepuTopuATa Ha obnacrrta

6) HEOBXOANMU CNELUNANNCTU 3A USNBINHEHUE HA KNTMHUYHATA MbTEKA.

- Hal-Manko WwecTuMma nekapu, OT KOUTO Han-Manko Tpuma CbC cneuyuanHoct "HeonaTtonorung",
€4WH 0T TSX C KBanudumkauusi no exorpadusi — TpaHCAOHTaHENHa u/unu abgoMuHarnHa;
- Niekap - cneyuanucT no KnuHW4YHa naboparopus.

5. UHONKALIMN SA XOCMUTAJNIM3ALIMA N NEYEHUE

a) MTHOUKALIMK 3A XOCMUTANMN3ALNA.
1. CnewHo nevYeHne Ha nuua ¢ AMarHoCcTuumpann MetabonnTHU HapyLIEHUA U B CbCTOAHME Ha:
+ MeTtabonuTtHa kpu3sa
+ KomMaTo3HO CbCTOAHME
* ["bpyoB CUHAPOM



2. [uarHoCTMYHO YTOYHSIBAHE, INevyeHMe U OonpeJensHe Ha MocneABallo TepaneBTUYHO
nosefieHWe Npu:

* [pu HesACHa guarHo3a 3a yTOYHSBaHe.

* MAUUEHTU C XPOHUYHA MAanHyTpUUMA - crnegonepatuBHa nNpu  CTPUKTYpa Ha
XPaHoMNpoBOAa, racTpo-, EHTEPO- U KONOCTOMA, CbCTOSHWUA Ha CTOMAaLUHA UMK YpeBHa
pesekums; BPOAEHU WnM NpuaobuTM aHoOManuu Ha XpaHoCMunartenHara cuctema
(nHaekc Ha TenecHa maca - BMI noa 19 kr/m2, 3aryba Ha Terno Haa 5 % B nocneaHuTe
1 - 3 meceua, HaManaBaHe Ha XpaHuTenHusa npuem ¢ 25 % u noBeye OT TO3U Ha
npealuecTeailara cegmuua, oduy cepymeH 6entbk noa 60 r/n, cepyMmeH anbymMmuH noa
35 r/n)

* MAUUEHTU C HACNEACTBEHU METABONUTHU 3a00NABaHUA 3a KOPEKUMSA Ha TepanusaTta u
nevyeHne Ha Bb3HUKHAMNM yCNOXHEHUS

6) QBMATHOCTUYHO - IEMEBEH AJNTTOPUTDBM.

MeTabonutHu 3abonsiBaHusA: NaLMEHTMTE NOCTBLNBAT B KIMMHUKATA 32 NOCTaBsHE HA AuarHo3a
W 3a fnedeHue, Korato ca B AEKOMMEHCMPAHO CbCTOsHME. LlenTa e Bb3CTaHOBSABaHE HA >KM3HEHUTE
nokasaTenu, NPeoaonsaBaHe Ha KOMATO3HOTO CbCTOSHUE, U3YUCTBAHE HA OpraHu3ama OT HaTpynaHus
TOKCUYEH cyOcTpaT u ctabunuanpaHe Ha oBmeHHWTE npouecu. PasdcHABaHe HA poauTenute 3a
JOMyCHAaTUTE NPOMYCKM B AUETUYHOTO U MEAUKAMEHTO3HOTO NIEYEHUE C Len NpegoTBpaTaBaHe Ha no-
HaTaTbLUHKU METABONUTHU KPU3N.

AnarHocTUYHM U3cneaBaHua:

- Jo 48-ua yac — ce usBbpluBaT cneaHute uscneasaHus - MNKK, ypuHa, duoxummua (camo
uscnegBaHusaTa HeobxoAUMU 3a JOKA3BaHE Ha AMarHo3ara), nakrart, aMOHSK;

- Ho 72-una yac ce ussbpwsaT - EEl n B3eMaHe Ha KpbB U ypuHa 3a cneyuanusupaHu
uscnegBaHus (AaMUHOKUCENUHM, OPraHUYHU KUCENTMHUHM, MYKOMONU3axapuamn, eH3MMHU U3CcneaBaHus)
npu HeoBXO0ANMOCT;

- o kpas Ha BONMHUYHKUSA NPECTON, B 3aBUCMMOCT OT CbCTOAHMETO HA AETETO U HEOBXOAUMOCT
32 NOCTaBSHE U YTOYHSABAHE Ha AuarHo3ara - TpaHcdoHTaHenHa exorpadusi, PEHTTEHOBO U3CNeaBaHe,
exorpadus Ha KOPEMHU OpraHu, exokapauorpadus, KOHCynTauumu ¢ HEBPOSOr, KAPAUOIOr, 3anoyBaHe
Ha KUHe3uTepanus.

JleyeHue

Mo Bpeme Ha xocnuTanu3auuara nedeHneTo € OCHOBHO CUMNTOMATUYHO.

MedukamMeHmMo3HO niedyeHUe - VHAY3MA Ha [NIOKO3a, enekTponuTu, OUONOrMYHM NPOAYKTH,
XpaHEHEe CbC COHAA, NapeHTepanHo WnM OpanHo MPUIOXEHUEe Ha aHTUOMOTUK, KOPTUKOCTepound,
AHTUKOHBYNCAHTU, aHTUEMETUYHMN CPEeacCTBa.

EH3um-3amecTBawla tepanusa npu nauueHtu ¢ 6onecrra Ha lowe ce otunta ¢ Alp Ne 33 -
JflapeHtepanHa uHdy3ust Ha nekapCTBEHN NPOAYKTU NO TepeneBTuYHa cxema”, ¢ bnaHka Ne8A , kato
OTYMTAHETO HA NPUIOXKEHUTE NEKAPCTBEHN CPEACTBA CE M3BLPLUBA NO YCTAHOBEHMUSA PE.

Bb3MOXHOCTTA 32 OTYMTAHE HA MaLUMEHTU NO NbTeKaTa ce 3anasBa camo 3a CrlyyauTe Ha
OWarHoCTUKa u NnpocrieasaBaHe Ha CbCTOAHUETO.

6. MNOCTABAHE HA OKOHYATENHA ANATHOS3A.

Cnopea KnMHWYHATA KapTWHa, cTaTyca M Crej XUCTOMNOTWYHO (NMpU OMpederieHu HO3050rum),
LMTOreHeTMYHO, MOMNEKYNSAPHO U3creaBaHe.

7. AEXOCMNTANMU3ALNA U ONPEAENAHE HA CINEABOJIHAYEH PEXUM.

KoHTpon Ha 34paBHOTO CLCTOSHME HA NAUMEHTA W MEAWLMHCKO 3aKrveHue 3a funca Ha
MEAULMHCKU PUCK OT MPUKIIOYBAHE HA OONMHUYHOTO NEYEeHWE Bb3 OCHOBA HA OOEKTMBHM AAHHM 3a
cTabunuampaHe Ha CbCTOSIHMETO (KITMHUYHW/NAPAKNUHUYHW) K:

MeAULMHCKN KpUTEPUU 33 AeXOCNUTaNnM3auus:

- YTOYHEHA AMArHO3a;

- KOPEKUMS Ha XXM3HEeHWUTe nokasaTenu;

- cTtabunusnpaHe Ha KNMHUYHOTO ChCTOSHUE;

- onpeaensiHe Ha TepaneBTUYHOTO NMOBEAEHUE U XUTUEHHO-AUETUYHUSA PEXUM.

[JoBbpuiBaHe Ha neyeGHUA NpoLeC U NpocneasaBaHe



B ueHarta Ha KNMHMYHATA NbTEKa BNU3aT A0 TPU KOHTPOMHU Nperneaa npu ABsBaHe Ha nauueHTa
B paMKMTE Ha €ANH Mecel cnea U3nMcBaHe U 3aabIMKUTENHO 3anucaHu B enuKpu3arta.

KoHTponHWTE nperneaM cneag  W3NMCBAHE Ha MauMeHTa ce oTpassBar B cneyuaneH
OHEBHUKHKYpHAN 3a nperneaM, KOMTO Ce CbXpaHsiBa B AMArHOCTUMHO-KOHCYNTATUBHMA ONOK Ha
ne4yebHOTO 3aBeaeHUE — U3NMbITHUTEN HA BONHUYHA NOMOLL,

Mpu aunarHosa, sknioveHa B Hapeaba Ne 8 or 2016 r. 3a npodunakTU4HUTE Nperneam u
aucnaHcepusauusta (Hapeaba Ne 8 ot 2016 r.), nauMeHTbT Ce Haco4Ba 3a AMCMAHCEPHO HabnaeHne,
CbIMAaCHO M3UCKBAHUATA HA cblWiaTa. [ucnaHcepusaumaTa Ha 3noKayvecTBEHWUTE 3abonsBaHua ce
nposexpga camo B JI3BIM n B KOU, kato 06embT M 4yecTtoTata Ha AEWHOCTUTE MO AUCNAHCEPHO
HabnogeHne ca CbrnacHo 3anoxeHusa anroputbM B Hapeata Ne 8 ot 2016 r.

8. JOKYMEHTUPAHE HA JEMHOCTUTE MO KNMHUYHATA MbTEKA
XOCIMUTANTUSAUMNATA HA NALUMEHTA ce pokymeHTupa B “Milcmopus Ha 3abongeaHemo” (U3) n B
yacT |l Ha “HanpaeneHue 3a xocnnumanu3auyusa” - 6n. M3-H30K Ne7.

OOKYMEHTUPAHE HA AOWATHOCTUYHO - JIEMEBHUA ANMTOPUTBM - B “Ucmopus Ha
3aboniseaHemo”.

M3NMNCBAHETO/NMPEBEXXAAHETO KbM APYIO NNIEMEBHO 3ABEOEHVE CE OOKYMEHTUPA B:
- “Ucmopus Ha 3abonseaHemo”;
- vacrt lll Ha “HanpasneHue 3a xocnumanusayus” - 6n. M3-H30K Ne7;
- enuKpusa — nonyvasa ce cpelly nognuc Ha nauueHTa (poautens/HacTonHuka), oTpaseH B N3.

DEKNAPALINMA 3A UHOOPMUPAHO CBITIACUE (AokyMeHT Ne.......cccccvvevenccnn. ) — noanucea ot
nauueHTa (poauTena/HacTOMHUKA) U € HepasaenHa 4YacT oT “Memopus Ha 3abonseaHemo”,

OEKNAPALIMATA 3A UHOOPMUPAHO CBIMACUE CE NMPUKPEMNBA KbM JINCT “UCTOPUA HA
SABONIABAHETO”.
AJOKYMEHT Ne 4

WH®OPMALMA 3A POOUTENSA /HACTOMHUKA/MONEYUTENA

HacneacTtBeHuTe MeTaboONMUTHU GonecTu ca rpyna OT FEHETUYHU 3a0ONsIBAHUS, MPU KOUTO
nuncara Ha onpegeneH eH3sMM BOAW A0 YBPEXIAHE HA PasNUYHM OpPraHu, BKMIOYMTENHO MO3bKa.
EH3umuTe ca 6entbuM, KOUTO MMAT MHOTO (PYHKUMK, BKMIOMMTENHO pasrpaxaaHe Ha onpeaeneHun
BeLLeCTBa B opraHuama. NMpu metabonutHuTe 60MeCTn TOBA pasrpa)kgaHe € HapyLIeHO, BELecTBaTa
He Ce M3NOMn3BaT MbJIHOLUEHHO, a CE HATPYNBaT B Pa3fMYHU TbKaHW, CTaBaT TOKCUYHU 3a TAX M TOBA
BOAW A0 NposiBaTa Ha onpeaeneHa metabonuTtHa 6onect. TexecTTa Ha 3abonsaBaHeTo 3aBUCK OT Buaa
Ha NUNCBALLMA €H3UM U OpraHuTe, KOUTO Ca 3aCerHaTtu.

MeTtabonutHute 3abonaBaHuA ce MpuuMHABAT OT AedeKT B reHa, KOWTO € OTroOBOpeH 3a
CUHTE3MPAHETO HAa AadeH eH3um. B noBeyveTo cnyvam 103un AedeKT ce HOCK OT ABamMara poauTENN, HO
B e€AuMHMYHa po3a. opagu Tasu npuyMHa poaUTENUTE MNpPaKTUYECKM ca 3apaBu. 1o Bpeme Ha
ONIIOXKAAHETO Ha CnydaeH NpuHUMn Te3un aBa aedekra ce cbbupar 3aeaHO B KNETKUTE Ha ObaeLwoTo
aete n ePeKkTbT OT TAXHOTO KOMOMHMpPAHe € NposiBaTa Ha onpeaeneHo HacneACTBEHO METAbONUTHO
3abonsaBaHe.

MeTabonutHute Bonectu ca peaku. EgHa ronsma yacrt ot TAX Ce NposiBABaT B AeTckaTa Bb3pacT.
XapakTepHo 3a Tax €, 4Ye Jeuara ce paxaaTr Ha TEPMUH, C HOPMAarHKW Terno U pLCT U B MHOTO Criyvau
TAXHOTO pPasBUTUE MPE3 MbPBUTE AHM, CeAMMUM UMM MECELM € HanbiHO HOopMmanHo. bonectta ce
nposiesiBa Crnej WM3BECTHO BPEME, TbiM KATO € HeOOXOAMM Pa3fMYHO AbNLI Nepuoj npe3 KOWTo B
opraHmama fa ce HaTpyna ToBa BELLECTBO, KOETO nopaau ged)ekta HEe MOXe fa Ce pasrpaxia.
3abonsaBaHeTo MOXe aa ce NposBU C NOBpbLUAHE (0COBEHO N0 Bpeme Ha MHAEKUUS), yBENUYEHUE HA
yepHua 4pob u cneskarta, rbpyoBe, NpobnemMun ¢ AULIAHETO, MPOMAHA B Cb3HAHUETO.

MN3KNIOYUTENMHO BAXKHO € MaLMEeHTbT CbC CXOAHM ONnakBaHusa Aa ObJe HACOYEH KbM Crneuuanuet
3a TbpPCEHe Ha NpUYKMHATa U eBEHTYanHo nevenune. ToyHaTa AMarHo3a Aasa Bb3MOXHOCT HA nekaps
Ja onpeneny xoa Ha passutue Ha 6onectTa u HelHaTa NPoOrHo3a, CTENeHTa Ha YBpeXJaHe Ha AeTeTo
- PU3NYECKN U MCUXNYECKU.

MpoTuyaHeTo Ha MeTabonuTHUTE Bonectu e pasnuuHo. EgHK oT TAX ce nposBssiBaT noa opmMara
Ha KpU3K C NOBPbLUAHE, NPU APy NMbPBUTE CUMNTOMM ca rbpyoBe. Jeuata morat ga umar 3abaBeHo
chm3nyecko pasBuTHe - NOLIO HaadaBaHe Ha Terno, KbCHO csgaHe U npoxoxaaHe. 3abaBeHO € u
NCUXUYECKOTO pa3BUTME, HAbNogaBaT ce NPOMEHW B NMOBEAEHUETO.



JleueHneTo Ha meTabonuTHUTE GONecTn € cneunudUyYHO U B MHOTO Cnydam € noaabprKallo, He
BOAW A0 MbIHO MW3NeKyBaHe Ha AeTeTo. eHeTuuHusaT aedekT He MoxXe aa Obae KopurMpa.
He3aBucumMo OT TOBa MOAALPXKALLOTO nedveHue TpsibBa Aa ce NpUIoXXu HaABpEME U aJeKBaTHO Ha
BOAELUMTE CMMNTOMM. TO LEnu aa npeaoTBPaTH >KMBOTO3acTpallaBallM CbCTOSAHUA U Ja OCUTYpU Ha
[EeTeTO Bb3MOXHO Hal-400po passuTue.

Hsikon ot meTabonuTHUTE BONECTU Ce NeKyBaT CbC CbOTBETHA AMeTa. MNMpunaraHeTo i Tpsibea aa
cTaBa noj CTPOr NEKAPCKU KOHTPOM U CaMO NpU NOCTaBeHa AnarHo3a. CbLECTBEHA YacT OT ne4vebHusa
nnaH e NPOBEXAaHETO HAa onpeaeneHa pexabunurauuoHHa nporpama, cbobpaseHa CbC CbCTOSAHMETO
Ha geteTto. lNMpu egHa ronsaMa 4acT OT Te3m Bonectn uma 25% BEPOSITHOCT CreaBalloTO AeTe B
CeMeNCTBOTO Aa 6bae 60nHO OT CbLOTO 3abonsaBaHe. ToBa Hanara Te3m CeEMEencTBa aa ce Haco4ear
KbM TFEHEeTM4YHa KOHCymnTauusa npeau cneabsawla dpemeHHOCT. CbllecTByBaT METOAM NPU HAKOU
MeTabonuTHKM Bonectn auarHosara ga 6bae noctaBeHa no BpemMe Ha BpeMeHHOCTTa. 3a Tasu Len Ha
CEMENCTBO, B KOETO BEYE MMa pPoAeHO aeTe ¢ MeTabonuTHa OOnecr u Ta € AuarHoctuumpaHa, ce
npeanara npeHarTariHa AMarHosa. Ts He € Bb3MOXHA B Cry4qauTe, KOraTo NUncBa ToMHATa gmarHosa
Ha 6onHOTO AeTte. N3cneaBar ce KpbB, YpUHA MIM KbCYe KOXa OoT OOMNHOTO AeTe, B KOUTO Ce ThPCAT
onpeaeneHn HapyLUeHUA.

B MHOro cnyyam tesm uscneaBaHus ca NPOABLIDKUTENHU, a MOHAKOra U Te He MO3BONABAaT Aa
CTUrHEM A0 OCHOBHAaTa MpuyMHa Ha 3abonAeBaHeTo. HeszaBMCMMO OT nMncaTa Ha TOYHA AMarHosa,
Aeuara ¢ metabonutHu 3abonsisaHus Tpabea aa ce HabnogaBar NepuognuYHoO OT CNeLnarnucr.



