KN Ne 82 AIUATHOCTUKA HA JIMLUA C METABOJIUTHU
HAPYLWEHWA
KM Ne 82.2 AUATHOCTUKA HA JIMLUA C METABOJIUTHH
HAPYLWWEHWA NPU NULUA NOA 18 TOAUHU

1. MUHUMANEH BOJIHWYEH NPECTOW - 3 1HA
nPU OELA

2.1. KOOOBE HA BOJIECTU NO MKB-10

E41 AnnmeHTapeH mapasbm
TeXKo pa3CTPOMCTBO Ha XpPaHEHETO C Mapas3bm
He eknro4sa: kealumopkop npu mapasbm (E42)

E43 TeXxko 6enTbYHO-KanopMnHO HeAOXPaHBaHe, HEYTOYHEHO
OToK OT rmagyBaHe

3arnbCTABaHe

He eKknroy4ea: agunosoreHuTanHa guctpodwms (E23.6)
nunomarosa:
e by (E88.2)
* GonesHeHa [6onecT Ha Dercum] (E88.2)
cuHapom Ha Prader-Willi (Q87.1)

QQ!FM dHeMUn, CBbLP3aHU C XpaHeHeTo

Bknroyea: MeranobnacTtHa aHeMusi, HenogaaBalla Cce Ha JleYeHne ¢ BUTaMUH B12 mnnn

conatu

D53.0 AHemusA, NnpnynHeHa oT 6enTbyYeH HeJOUMbBK
AHEMUs1 OT HeJOUMBK Ha aMUHOKUCENNHMN
OpoTauungyperiHa aHeMus
He ekmroyga: CuHgpom Ha Lesch-Nyhan (E79.1)

Opyru pascTpocTBa Ha eHAOKPUHHAaTa ceKkpeuusi Ha NaHKpeaca

E16.0 MeaukamMeHTO3Ha XMnornmkemusa 6e3 Koma

E16.1 Opyru xvnornmkemMmm

E16.2 Xvnornmkemus, HeyToyHeHa

E16.3 lMoBuleHa cekpeLust Ha rroKaroH

E16.4 AHopMarnHa cekpeuus Ha racTpuH

E16.8 Apyrn yTouHeHM pa3cTpoUCTBa Ha eHAOKPUHHAaTa ceKpeuus Ha NnaHKpeaca

E66.2 EKkcTpeMHO 3aTnbCTABaHEe C anBeosiapHa XMnoBeHTUNauus
CwuHgpom Ha Pickwick

E66.8 Opyrn dopmu Ha 3aTnbCTABaHE
BbonecTHo 3aTnbCcTABaHE
MeTabonuteH cMHOpOM




Pa3cTpoincTBa Ha o6MsAHaTa HAa apOMaTHUTE aMUHOKMUCENNHU

E70.0 Knacuyecka cpeHUnNKeToHypus
E70.1  [Opyrv BuaoBe xunepdeHunanaHmHeMum

E70.2 Pa3scTponcTtBa Ha o6MsiHaTa Ha TUPO3MHa
AnkanToHypus
XnnepTuposnHemums
OxpoHo3a
TuposnHemus
TupoanHosa

E70.3 AnGUHN3IBM
AnNGUHN3BM:
e OYeH
* OYHO-KOXEH
CvHAapom Ha:
* Chediak(-Steinbrinck)-Higashi
e Cross
* Hermansky-Pudlak

E70.8 [Opyru pascTpoincTBa Ha o6MsAAHaTa Ha apoMaTHMTE aMUHOKUCEITUHU
PascTpowcTsa Ha:
* obMsaHaTa Ha XucTuamHa
* obMsaHaTa Ha TpunTodaHa

Pa3scTponcTBa Ha o6MsAHaTa HAa aMUHOKUCENUHUTE C pa3KIIOHeHa Bepura u Ha MacTHUTe
KUcesmnHu

E71.0 BonecT Ha “ypuHa KaTo KneHoB cupon”

E71.1 Opyrn pascTponcTBa Ha OOMsAiHaTa Ha aMMHOKMUCESTMHUTE C Pa3KiIOHeHa Bepura
XunnepneBuuH-U3oneBUNHeEMUS
XvnepsanuHemus
M3oBanepunaHoBa auugemus
MeTunmanoHoBa aumaemus
lMponnoHoBa aungemns

E71.2 Pa3cTponcTBO Ha OOMsIHaTa HA aMUHOKUCESNIMHUTE C pa3KiloOHeHa Bepura, HeyTO4YHeHOo

E71.3 Pa3scTponcTBO Ha 06MsAHaTa HA MAaCTHUTE KUCENUHU
AgpeHoneskoauncTpodusa [Addison-Schilder]
JeduumT Ha MycKkynHaTa KapHUTUH-NanMUTUATpaHcdepasa
MuTOXOHAPMANHN U NEPOKCU3OMHM BonecTun
He sknroysa: 6onect Ha Refsum (G60.1)
6onect Ha Schilder (G37.0)
cvHgpom Ha Zellweger (Q87.8)

Opyru pascTporcTBa Ha O6GMAHaTa HA aMUHOKUCENTUHUTE

He ekmnoyea: OTKITOHEHUs1 OT HopMmaTa 6e3 nssaseHo 3abonsisaHe (R70—R89)
pascTpoucTBa Ha:
¢ obMsHaTa Ha apomaTtHuTe aMuHuokucenuHu (E70.—)

* oOMsiHaTa Ha aMUHOKUCENUHWTE C pasknoHeHa Bepwura (E71.0—E71.2)

* obMsHaTa Ha macTHuTte knucenuHm (E71.3)
* obmsHaTa Ha nypuHa n nupumuguHa (E79.—)
nogarpa (M10.—)

E72.0 Pa3cTtponcTBa Ha TPAHCNOPTMPAHETO HA aMUHOKUCETTMHU
LUnctmHosa
LnctuHypus
CwuHgpom Ha Fanconi(-de Toni)(-Debre)
Bonect Ha Hartnup




E72.1

E72.2

E72.3

E72.4

E72.5

E72.8

CwuHpapom Ha Lowe
He eknro4ea: pascTporcTBa Ha obmsHaTa Ha TpuntogaHa (E70.8)

Pa3scTponcTBa Ha o6MsiHaTa Ha cApa-CbAbpPXKalWUTe aMUMHOKUCENUHU
LinctaTnoHuHypms

XOMOUUCTUHYPUSA

MeTnoHuHemuns

Oecdvumt Ha cyndumTokcuaasa

He sknro4ea: pedvumnt Ha TpaHckobanamuH Il (D51.2)

PascTtponcTBa B MeTabonUTHUA LMKBLN Ha ypeATa
ApruHnHemMus

ApPrMHMHOCYKLMHOBA aumaypus

UntponuHemuns

XvnepaMoHuemus

He ekmrouea: pascTpoincTBa Ha oOMsiHaTa Ha opHuTHHa (E72.4)

Pa3scTponcTBa Ha o6MsiHaTa Ha NM3MHA U XUOPOKCUNM3UHA
myTapoBa aungypws

XnapokCcnnnanHeMus

XvnepnuanHemus

Pa3scTponcTBa Ha o6MsAHaTa Ha OPHUTUHA
OpHutuHemus (tun |, I1)

Pa3scTponcTBa Ha o6MsAHaTa Ha rmMuUMHa
XvnepxnapoKcunponmHeMums
XunepnponuHemus (tun |, 1)

HekeToHoBa xunepranumHemMus
Capko3nHemus

Opyrv yTouyHeHu pa3cTponcTBa Ha obMsAHaTa Ha aMMHOKUCEeNuHUTe
PaacTtpowcTsa:

* Ha obmsiHaTa Ha -aMWHOKUCENUHUTE

* B Y-INyTaMUNoB1s LUK

HenoHoCUMOCT KbM JlakTO3a

E73.0
E73.1
E73.8

BpoaeH HeaOMMBK Ha nakrasa
BTtopuyeH HeAOMMBK Ha NakTasa

Opyrv BuaoBe HENOHOCUMOCT KM JlaKTo3a

Opyru pascTpocTBa Ha 0OMsiHaTa Ha Bbrnexugaparure

He ekno4dea: noBuLLEHA Cekpeums Ha rmnokaroH (E16.3)

E74.0

3axapeH gnabet (E10—E14)
xunornvkemus bAY (E16.2)
Mykononusaxapugosa (E76.0—E76.3)

BonecTt Ha HaTpynBaHeTO Ha MMUKOreH
CbpaeyHa rnnkoreHosa
BonecT Ha:

* Andersen

e Cori

e Forbes

e Hers

e McArdle

* Pompe

e Tauri

e Von Gierke




Hepoumbk Ha yepHoapobHa occopunasa

E74.1 PascTponctBa Ha o6MsaHaTa Ha chbpykTOo3aTa
EceHunanHa gpyktosypus
HepoumMbk Ha gopykTo30-1,6-gudoccarasa
HacnepctBeHa HEMOHOCMMOCT KbM (OpYKTO3a

E74.2 Pa3scTponcTBa Ha o6MsiHaTa Ha ranakrosarta
Henonmbk Ha ranakToknHasa
ManakTo3emus

E74.4 Pa3scTponcTBa Ha o6MsiHaTa Ha NMpyBaTa U MMIOKOHeoreHe3arta
Hepovmbk Ha:
* poccoeHonnmpysaT KapOOKCHKMHA3a
* nupysart:
* kapbokcunasa
* aexugporeHasa
He ekmoyea: c aHemuns (D55.—)

E74.8 [Opyru yTouyHeHu pa3cTpPOMCTBa Ha OOMsAHaTa Ha Bbrinexuagparure
EceHumanHa neHTo3ypus
Okcanosa
Oxkcanypus
PenanHa rmtoko3ypus

Pa3scTpoicTBa Ha obMsiHaTa Ha cchMHroNnMNMAUTE U APYru HapyLleHUs Ha HaTpynBaHe Ha
nunuguTe
E75.0 FaHrnuo3uposa GM2

BonecrT Ha:

e Sandhoff

* Tay-Sachs

GM5 raHrnnosmgosa:
e BOY

* Npu Bb3pacTHU

* [OBEHUITHA

E75.1 Opyrv raHrnmosngosu
aHrnnosunposa:
* BY

* GM
1

* GM
3

Mykonunugosa IV

E75.2 [Opyru comHronmnupoosm
BonecT Ha:
* Fabry(-Anderson)
* Gaucher
* Krabbe
* Niemann-Pick
CwuHgpom Ha Farber
MeTtaxpomaTtunyHa neskoamcTpodus
Hepoumbk Ha cyndaTtasa
He sknroysa: appeHoneskognctpodums [Addison-Schilder] (E71.3)

E75.3 CduHronunuaosa, HeyTouyHeHa

E75.4 JlunodycumnHo3a Ha HEBPOHUTE
BonecT Ha:
» Batten
* Bielschowsky-Jansky
* Kufs




* Spielmeyer-Vogt

E75.5 [pyrv pa3cTpoiCcTBa Ha HaTPynBaHeTO Ha NUNUAN
LlepebpoTeHaunHo3Ha xonecteposa [van Bogaert-Scherer-Epstein]
Bonect Ha Wolman

Pa3scTponcrBa Ha oO6MsiHaTa Ha rMIOKO3aMUHOINMMKAHUTE

E76.0 Mykononusaxapupo3sa, Tvn |
CuHapomu Ha:
e Hurler
¢ Hurler-Scheie
e Scheie

E76.1 Mykononusaxapupgo3sa, tun |l
Cungpom Ha Hunter

E76.2 [pyru mykononusaxapuposu
Hepovmbk Ha B-rnokypoHuaasa
Mykononusaxapugosa, Tunose i, 1V, VI, VII
CvHapom Ha:
¢ Maroteaux-Lamy (nek)(Texbk)

* Morquio(-nogo6eH)(knacu4eckm)
* Sanfilippo (tun B)(tun C)(tun D)

E76.8 [Opyru pascTpoucTBa Ha OOMsAiHaTa Ha rfMOKO3aMUHOTNIUKaAHUTEe

Pa3scTponcTBa Ha o6MsAHaTa Ha MMIKONPOTEUHUTE

E77.0 [OedekTtn B nocTTpaHcnaumMoHHaTta moamcpukaums Ha NM3030MHUTE EH3UMU
Mykonunugosa Il [I-kneTbyHa 6onecT]
Mykonunugosa lll [ncesao- Hurler nonuamctpodms]

E77.1 DedekTn B pasrpaxgaHeTo Ha riOKONPoOTenHUTe
AcnapTunrnoKko3amMmHypus
dyko3ngosa
MaHHOo3na03a
Cnanngosa [mykonunugosa I]

E77.8 [Opyru pa3cTtponcTBa Ha oOMsAiHaTa Ha rMIKONPOTEMHUTE

Pa3cTtponcTtBa Ha o6MsHaTa Ha NIMNONPOTEUHUTE U APYIY NUNUAEMUU
He ekmnroyea: couHronunungosu (E75.0—E75.3)

E78.0 YucTa xunepxonecreponemus
GamunHa xvnepxonecrteponemmsi
XunepnunonpotenHemus Ha Fredrickson, Tun lla
XunepbeTtanunonpoTenHemums
Xvnepnvnugemus, rpyna A
XnnepnvnonpoTerHeMus ¢ NUMNonpoTenHU ¢ HUCKa NNbTHOCT [LDL]

E78.1 Yucrta xuneprnvuepmaeMmus
EHngoreHHa xuneprnvuepungemus
XunepnunonpotenHemus Ha Fredrickson, tun IV
Xunepnunugemus, rpyna B
XunepnpebeTanunonpoTemHeMuns
XunepnmnonpoTemHeEMns ¢ NUMNONPOTENHN C MHOIO HUcKa NNbTHOCT [VLDL]

E78.2 CmeceHa xunepnunuaemus
O6wupHa unu Nnaeatla 6eTanMnonpoTenHeMus
XunepnunonpoTtemHeMus Ha Fredrickson, Tun Ilb unu Il
XunepbeTtanunonpoTenHemus ¢ npebetanunonpoTenHeMust
Xvnepxonecrteponemusi C eHOreHHa xuneprinvuepungemms




E78.3

E78.4
E78.6

E78.8

Xunepnunugemus, rpyna C

TyGepo-epynTMBHa KCaHTOMa

Xanthoma tuberosum

He eknro4sa: uepebpoTeHaMHO3Ha xonecteposa [van Bogaert-Scherer-Epstein] (E75.5)

XunepxmnomMmKpoHeMus

XunnepnunonpotemHemus Ha Fredrickson, Tun | unn V
Xvnepnunugemus, rpyna D

CwmeceHa xunepravuepngemus

Apyrv xunepnunuaemum

HegovMbK Ha NMNONPOTENHMN
AbeTanunonpotenHeMus

HenovMbk Ha NMNONPOTENHN C BUCOKA NABTHOCT
XvnnoandganunonpoTenHemus
XunnobeTtanunonpotemHemus (damunHa)

Hepoumbk Ha neuuTnH-xonecTepon-aumnTpaHcdepasa
TaHxepcka 6onect

Opyrn pascTtponcTBa Ha OOMsAiHaTa Ha NUNONPOTEUHUTE

Pa3scTponcTBa Ha o6MAHaTa Ha NypUHa U NMPUMUAKHA

He ekmnroyea: Kambk Ha 6b0peka (N20.0)

E79.1
E79.8

KOMBMHMPpaHU MMyHOHegoMMBbYHM pascTponcTea (D81.—)
nogarpa (M10.—)

opoTtauuagypuyHa aHemus (D53.0)

nMrMeHTHa kcepoaepmus (Q82.1)

CuHpgpowm Ha Lesch-Nyhan

Opyrn pascTponcTBa Ha OOMsiIHaTa Ha NypuHa U NMpMMUAnNHa
HacnegncteeHa kcaHTUHYpUS

Pa3scTponcTBa Ha oomMsiHaTa Ha nopdunpnHa n BUNUpPyonHa

E80.0

E80.1
E80.2

HacneactBeHa eputponoeTuyHa nopdupus
BpoaeHa eputponoetuyHa nopcunpus
EpuTtponoeTtuyHa npotonopdupus

Mopdmpuna KytaHea Tapaa

Opyrn nopdupun

HacneacTteeHa konponopdupus

Mopdupus:

* BY

* OCTpa MHTEPMUTEHTHa (YepHoapobHa)

lMpn HeobGXx0AMMOCT OT naeHTUMLMpaHe Ha NpuYMHaTa ce M3non3Ba AOMbNHUTENEH KopA 3a
BBHLLUHWU NPUYMHK (knac XX).

Pa3scTponcTBa Ha MMHepanHaTa obMsHa

He eknroy4ea: anMMeHTapeH HeJOUMbK Ha MUHepanHu BewecTsa (E58—E61)

E83.0

E83.2

E83.4

pascTponcTBa Ha napawuToBuaHata xnesa (E20—E21)
HeJouMBbK Ha BUuTamuH D (E55.—)

Pa3scTponcTtBa Ha o6MsiHaTa Ha MeATa
Bonect Ha Menkes (6onecT Ha kbapaBuTe kocu) (bonect Ha CTOMaHEHUTE KOCH)
Bonect Ha Wilson

Pa3scTponcTBa Ha o6MsiHaTa Ha LIMHKa
EHTeponaTeH akpogepmaTtuT

PaSCTpOVICTBa Ha oOMsiHaTa Ha marHesus




anepmarHe3eM na
XunomarHesemus

Opyru pascTpoucTBa BbB BOOHO-ENEKTPONIUTHUSA U aNlkaJIHO-KUCENUMHHUA 6anaHc

E87.0 XunepocmonapuTteT xunepHaTpuemms
M3nuwbk Ha HaTpui [Na]
MpeToBapBaHe ¢ HaTpui [Na

E87.8 Opyrn pascTponcTBa BbB BOGHO-CONEBOTO paBHOBecUue, HeknacuduvumpaHm gpyrage
Pa3cTponcTBo Ha enekTponutHusa 6anaHc bY
Xunepxnopemus
Xunnoxnopemusi

Opyru pascTponcTsa Ha obmMaHaTa Ha BewlecTBaTta

He sknroysa: xuctmountosa X (xpoHuyHa) (D76.0)
Mpn HeobxoaMMOCT OT wugeHTMdMUMpaHe Ha nekapCTBEHOTO CPeAcTBO, Npeav3BuKano
pasCcTponcTBO Ha obmsAHaTa Ha BellecTBaTta, Ce M3Mon3Ba AOMbIHWUTENEH KOA 3a BbHLUHU
npuymHmM (knac XX).

E88.1 Jlnnoauctpodusa, HeknacudunumpaHa gpyrage
Jlunognctpodums BOY
He ekmroyea: 6onect Ha Whipple (K90.8)

E88.2 Jlnnomaro3sa, HeknacuduumpaHa gpyrage
JIunomarosa:
* bOY
e 6onesHeHa [Dercum]

E88.8 [Opyru yTouyHeHu pa3cTpoicTBa Ha obMsAHaTa Ha BellecTBaTa
ApgeHonunomartosa Ha Launois-Bensaude
TpumeTunamunHypms

KOOOBE HA OCHOBHM NMPOLIEAYPH
2.2. OCHOBHU ANATHOCTUYHU NMPOLIEAYPH

KomnioTbpHa ToMmorpacdusa Ha MO3bK

KommorspHa Tomorpacdust Ha rinasa B/IY

He gxniousa: KOMIIOTBPHA TOMOTpadus:
* nipu cripanna anruorpadus (57350 [1966])
IIpYU CKaHUpaHe Ha:
* rpbaeH ko (57001, 57007 [1957])
* 1 kopeM (57001-01, 57007-01 [19577)
* IMIIEBa KOCT U OKoJIoHOCeH cuHyc (56030-00, 56036-00 [1956])
* cpeHO yX0 U TeMnopainHa KocT (56016-02, 56016-03, 56016-06, 56016-07 [1955])
* opbura (56013-02, 56013-03 [1954])
* mutyuTapHa siMka (56010-02, 56010-03 [1953])

56001-00 KomnoTbpHa Tomorpadus Ha MO3bK

56007-00 KomnioTbpHa TomMorpadust Ha MO3bK C MUHTPABEHO3HA KOHTPAcTHa MaTepus
KOMHIOT”pra TOMOFpa(l)I/ISI Ha MO3BK 663, CJIeA TOBA C BEHO3CH KOHTPACT




PeHTreHorpacumsa Ha rnmaBa unm wus

He exniousa: wna mmeH rpboHak (58100-00 [1968)])

57901-00 PeHTreHorpadus Ha yepen

Brnousa: KaJBapuyM
He sxnmiousa: uedanomerpus (57902-00, 57930-00, 57933-00 [1967])
TakaBa Ha:

* mactouaHa KocT (57906-00 [1967])
* OKoJIoHOCEH cunyc (57903-00 [1967])
* IeTpo3Ha TeMmopaiHa koct (57909-00 [1967])

PeHTreHorpadusa Ha ropeH KpaHuK

57512-03  PeHTreHorpadus Ha anaH, NpbCTU U KATKA

PeHTreHorpadusa Ha Ta3

57715-00 PeHTreHorpacus Ha Ta3
Pammorpadust Ha Ta30B BXOX

He sxnousa: pammorpadcka memsumerpus (59503-00 [1981])

57712-00 PeHTreHorpacusa Ha TazobeapeHa cTaBa
He sxniousa: xoutpactHa aptporpadus (59751-00 [1985])
TakaBa Ha (hemypHa mmiika (57518-00 [1983])

Paguorpadma Ha goneH KpanHUK

57518-00 PeHTreHorpadgusa Ha demyp
Pammorpadust Ha Genpo
He sxnousa: TakaBa mpu BhTpelIHa Gukcanms Ha pemoparHa ppakrtypa (57721-00 [1981])

57518-01 PeHTreHorpadgwus Ha KOnsiHO
He sxnousa: w3cnensaHe KOCTHA BB3PACT Ha KOJITHO U kuTKa (58300-00 [1984])

57518-02 PeHTreHorpadus Ha noabegpuua

YnTpa3ByK Ha rnaBsa u Wwus

55032-00 YnTpasByk Ha Wung
He sxnousa: myrnekc CkaH Ha KapOTHIHU ChA0OBE (B OiokoBe [1944] u [1946])

YnTpasBykK Ha cbpue

Exoxapauorpadus
Brriousa: TaKbB U3IIbIHEH:
* W3II0JI3BAlKH:
* ManMpaHe C [IBETEH MTOTOK
* Jloriep TeXHUKH (MPOIBIDKUATENHA BBIHA) (ITyJICHpAIa BbIHA)
* MEXaHUYHO CEKTOPHO CKaHHPAHE
* TpaHCcarocep ¢ (ha30BO U3TBYBAHE
* C BUJIEO 3aIKC

55113-00 M-pexum 1 AByM3MepeH ynTpasByK Ha CbpLe B peasiHO BpeMe

55036-00 YnTpasBykK Ha KOpeMm




Brniousa: CKaHWpaHE Ha YPUHAPEH TPAKT

He sxniousa: xopemna creHa (55812-00 [1950])
TIPH CHCTOSTHUSI, CBBP3aHu ¢ OpemeHHocT (55700 [1943], 55729-01 [1945])

Aynnekc ynTpa3sByk Ha MHTpaTopaKanHu unu MHTpaaégoMUHaNH1 cbaoBe

Brnousa: B-mode ynrpa3BykoBo n3cieaBaHe U MHTErpupaHo /loniepoBo n3MepBaHe Ha IOTOK
4pe3 CHEKTpaleH aHaIu3

He gxniousa: TaxkaBa ¢ ManupaHe Ha KOHAYUT (55294 [1948])

55276-00 [ynnekc ynTpasByK Ha UHTpa-abaoMuHanHu, aopTa u UnNnavyHu apTepum u/unu BeHa kasa
WHEPUOP U UNNadYHN BEHU

He sxniousa: mipu cbCTOsSIHUSA, CBBp3aHu ¢ OpeMeHHOCT (55700 [1943], 55729-01 [1945])

55278-00 [ynnekc ynTpasByK Ha peHanHu n/vnun BucLiepanH Cbaose
Brniousa: JIYIJIEKC yNTPa3ByK Ha:
* aopTa
* WJIMAQYHHU CHhO0OBEC
* BeHa KaBa HH(epHop

He sxniousa: mipu cbCTOSIHUS, CBBp3aHu ¢ OpeMeHHOCT (55700 [1943], 55729-01 [1945])

MarHuTHo pe3oHaHceH o6pa3

90901-00 MarHmMTHO pe3oHaHCHa Tomorpadunst Ha MO3bK
He sxniousa: (GpyHKIIMOHATHO MATHUTHO PE30HAHCHO H3cienBane Ha Mo3bK (90901-09 [2015])

90901-08 MarHuMTHO pe3oHaHCHa ToMorpadus Ha Apyro MACTO
Brnwousa: Kp]:BOCHa6Il${BaHe Ha KOCTCH MO3BbK

1932 M3cneaBaHuA Ha ypuHaTta

BkntouBa Hasikoun OT cnegHuTe:

91920-02 MWKpPOCKOMNCKO n3cneaBaHe Ha ypuHa 3a Kyntypa v YyBCTBUTENHOCT
91920-03 W3cnenBsaHe 3a anbymuH B ypuHaTta. MukpoanbymuHypums
91920-05 N3cnepsaHe 3a ypoOGUnMHOreH B ypmHaTa

91920-06 W3cnepsaHe Ha pH Ha ypuHa

91920-07 W3cneneaHe 3a keToTena B ypuHaTta
91920-08 WNacnepBaHe Ha 3axap B ypuHHa npoba
91920-11 N3mepBaHe Ha 6bOpeYeH KNMPBHC B ypuHaTa
91920-13 M3cnegsaHe 3a amunasa B ypuHata
91920-14 WN3cnepBaHe 3a 6enTbk B ypuHaTta

9192016 WN3cnepBaHe 3a 6unmpybuH B ypuHata
91226-03 WN3cnepBaHe 3a cBobodeH KOPTM30M B YpUHA 3a OPraHnyYHN KUCENNHM

1863 [pyru HeonepaTUBHU N3MepBaHUA

12533-00 BwbrnepoagHo mapkupaHa ypesa anxateneH Tect

Bkntousa:  namepBaHe Ha n3gmwaH 13C02 unu 14C02
¢ n3nonaeaHe Ha nepopaneH 13C unun 14C ypes

3abernexka: N3NbIHeH 3a:
* NOTBbpXJaBaHe KonoHmnsaums Ha Helicobacter pylori
* MOHUTOPUpPaHe Ha Tepanusa 3a Helicobacter pylori

92207-00 W3cnensaHe Ha ocHoBHaA obmMsHa

1849 [ipyro usmepBaHe Ha guxaTtesiHa (pyHKLUA

11506-00 Apyrv nscneaBaHus Ha guxatenHara QyHKUUSi-CIMPOMETPUS




1923 lnarHOCTUYHM TECTOBE, U3MEPBaHUS UNU U3CNeBaHUA, KPbB U KPbBOTBOPHU OpraHu

BkntoyBa HSKOW OT criegHuTE:
91910-04 KpbBHa KapTUHA — NOHE OCEM UIM MOBeYe OT NOCOYEHUTE nokasaTenn: XeMormnobuH,
epuTpoLNTA, NEBKOLUTU, XemMaToKpuT, Tpombouutn, MCV, MCH, MCHC

unm
91910-26  KnunHuYHO-xmMn4Hu nacneapanust 3a ACAT

"

91910-27  KnuHUYHO-XxMMUYHU nacrnegBaHus 3a AJIAT

"

91910-29  KnMHWYHO-XMUYHU n3cneaBanus 3a MMT

"

91910-30  KnuHWMYHO-XMMWYHK n3CneaBaHus 3a ankanHa gocdatasa (AD)
"

91910-20  KNWUHUYHO-XMMWYHM U3CIedBaHWs 3a XONeCcTepor

"

91910-23  KnMHUYHO-XMMWYHU M3CrnefBaHns 3a Tpurnuuepuam

"

91910-22  KnWHUYHO-XMMMYHKM n3cnenBaHusa 3a HDL-xonecTtepon

"

91910-25 KRMHUYHO-XUMUYHU n3cneaBaHns 3a NMKOYHa KUCEenuHa

unm

91910-33  KnNUHUYHO-XMMMYHM U3cneaBaHus 3a Hatpui n Kanui
91910-34  KnMHUYHO-XMMWUYHU n3crnenBanHus 3a Kanuum
91910-38  KnNWUHUYHO-XMMUYHM U3CnenBaHus 3a xnopuau
unm

13311-00 MamepBaHe Ha ra3oBe Ha CMeceHa BEHO3Ha KPbB
unm

91225-00 W3cnegsane Ha NHcynuH (IRI)

"

91225-01 W3cnepsaHe Ha C- nentupg,

"

91225-02 W3cnepBaHe Ha KOPTM30MOB PUTHM

1934 Opyru nabopaTopHu nscnegsaHus

92191-00 lMonumepasHa BepwkHa peakuus 3a gokassaHe Ha COVID-19

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

2.3. OCHOBHU TEPANEBTUYHU NPOLIEAYPU

1824 Opyra oueHka, KOHCYNnTauua, MHTEPBIO, U3crieaBaHe UIn npeLeHka

96037-00 Apyra oueHka, KOHCynTauus unu oueHsiBaHe
oLeHka }
KOHCynTauus }
oueHsBaHe } oay
WHTEPBIO }

MpunoxeHue Ha chapmMakoTepanus

[Tpunarane Ha hapMaKOIOTUIHH areHTH ChC CUCTEMEH e(heKT

He sxniousa: IpujIaraHe Ha:




* KPBB ¥ KPBBHU NPOAYKTH (BrX 010K [1893])
* (papMaKOJIOrHYCH areHT 3a:
* anecte3us (Bux O0sokoBe [1333], [1909] u [1910])
» uMmyHm3anus (B O1okoBe [1881] mo [1884])
* okaneH edekt (Bux Uuaekc: MmkekTupane, Mo JOKaIu3alus U HHKCKTUPAHE,
O BUJIOBE, IO JIOKATH3AIIHs )
* IOBEICHHE MIPH eKTOMNYHA OpeMeHHOCT (BIk 0ok [1256])
* oBeeHue mpu 6onka (Brk 61okoBe [31] mo [37] u [60] mo [66] u [1552])
* mepdy3us (Brk 010Kk [1886])
* BakcuHaIus (Brok O0stokoBe [1881] mo [1883])
XHPYPTAYECKO MpIIaraHe Ha XUMUOTEPATICBTHIHN areHTH (Bxk O011ok[741])
3abenesxcka: TlociaemBamusaT CIUCHK C MPUIOKEHUS € CH3/IaJICH 3a yrmoTpeda ¢ KOJOBEeTe OT OJIOK
[1920] [Mpunarane Ha GapMakoTepanus

96202-07 EHTepanHo npunoxeHne Ha hapmMaKkoforMyeH areHT, XpaHUTerNHO BELLEeCTBO

MpunaraHe Ha KPbB U KPbBHU NPOAYKTH

13706-02 TlpunoxeHne Ha onakoBaHW KNETKn
Tparchy3us Ha:
* CPUTPOLIUTH
¢ OIIaKOBAaHU KJICTKU
* YCpBCHU KPBbBHU KIICTKU

92062-00 lMpunoxeHue Ha apyr cepym
Tpancdysus Ha:
* anOyMHH
* mra3ma (mpsicHo 3ampaseHa) (FFP)

92064-00 T[NpunoxeHve Ha Apyr KPbBEH NPOAYKT
Tpancoysus Ha:
¢ KPBbBHHU 3aMCCTUTCIIN
* TPaHyJIOLUTH

96199-07 WHTpaBeHO3HO NpUIoXeHne Ha apMakonornyeH areHT, XpaHUTENMHO BeLLeCTBO

96199-08 WHTpaBEHO3HO NpUNoXxeHne Ha hapmMakosiorMyeH areHT, enekTponnT

96199-09 WNHTpaBeHO3HO NpUMOXeHUe Ha hapMakonorMyeH areHT, Apyr U HecneunduyeH
drapMakonormyeH areHT

96200-09 TlNogkoXKHO NpUNoXeHne Ha papMaKkonOrMYeH areHT, Apyr 1 HecneunuduyeH
drapmakonormyeH areHT

96197-09  MyckynHo npunoxeHue Ha hapMakoriormyeH areHT, gpyr n HecneunpuyeH
chapmakonoruyeH areHT

MU3nckBaHe: KnvHnyHata nbTeka ce cyMTa 3a 3aBbpLUEHA, ako ca NPUMOXKEHU U OTYETEHHU
TPWU OCHOBHW OMArHOCTUYHMK, OT KOUTO 3aObIDKUTENHO efHa OT nocodeHuTe B 6rok 1923 n egHa
OCHOBHa TepaneBTU4Ha npouenypa, nocovyeHn B Tabnvua KogoBe Ha OCHOBHU npoLeaypm.

Camo 3a gmarHosa c¢ kog E66.8 ce pgonycka npunaraHe v oTyuMTaHe Ha [BE OCHOBHU
ONarHOCTMYHN U eQHa OCHOBHA TepaneBTUYHa npoueaypa.



OcHoeHa npouenypa 92191-00 unm 92191-01 ce ocbliecTBaABa Npu HEOOBXOOUMOCT U Cce
npunara npu guarHoctuumpaHe Ha COVID-19. Taau npoueaypa ce u3BbpLUBa Npu NokasaHusa u ce
oTYUTa KaTo AOMbAHUTENHA OMarHOCTU4YHA npoueaypa KbM OpYrUTe OUarHOCTUYHWU npouenypu,
NMOCOYEHN BbB BCEKN ANArHOCTUYHO-NeYebeH anropuTbM Ha CbOTBETHATA KIMMHMYHA NbTeka.

4. ycnoBuda 3A CKINHOYBAHE HA OOroBoP U 3A U3NBbJIIHEHUWE HA KIIMHUYHATA
NMBbTEKA

KnuHuyHaTta nbTeka BKAOYBa OEWHOCTUM M yCrnyrM OT obOxBaTa Ha MeguMuMHCKaTa
cneunanHoct "[eTcka eHAOKpUHoONOrMAa"“, ocbluecTBABaHA Ha TPeTO HUBO Ha
KOMMETEHTHOCT, CbrMNacHo MeguuuHckn cTaHgapt "lMegumaTtpua”, B obxBaTta Ha
MeAMUMHCKaTa cneuumanHoct “legmaTtpua"”, ocbluecTBABaHA Ha TPeTO HUBO Ha
KOMMETEeHTHOCT, CbrflacHO MeAUUUHCKU cTaHaapT "lMeanaTtpua”.

a) SAOBIDKATENHN 3BEHA, MEAUUUHCKA AMNAPATYPA U OBOPYOBAHE, HAITUMHU U
®YHKUNOHUPALLMN HA TEPUTOPUATA HA NEYEBHOTO 3ABEOEHUE, N3MBJIIHATEN HA
BOJTHUYHA NMomMoLy

NeyebHoOTO 3aBefeHMe 3a GONMHMYHA NMOMOLL MOXE [a OCUrypu 4Ypes AOroBOp, BMEHEHWUTE KaTo
3a4bIDKUTENHM 3BEHA, MeaMLMHCKa anapaTtypa 1 obopyasaHe, U ¢ Apyro nevyebHO 3aBeaeHue 3a
M3BBHOOMHMYHA UM GOMHUYHA NMOMOLL, Pa3MONIOKEHO Ha TepuTopusTa My M MMAaLLO AOroBOp C
H3OK.

3agbnxuTenHo 3BeHo/MegULUMHCKa anapaTtypa
1. KnuHuka/otgeneHune no getcka eHOoKPUHOOrms
unm
KnuHuka/otgeneHve no negmnartpus
2. KnuHnyHa nabopatopwus |l unum [l HMBO, BKN. n3BbpLUBaHE HA XOPMOHAITHN
nscneasaHus
3. CTpykTypa no obpasHa gmarHoCcTvKa — PEHTreHOB anapaT 3a cKonuvs U rpadums
4. Exorpadhckv anapaT C Bb3MOXHOCT 3a U3Crne[BaHe Ha WMToBuaHaTa xnesa

B cnyyauTte, korato ne4yebHOTO 3aBegeHue 3a GONHMYHA MOMOLL, He pasrnonara CcbC cobcTBeHa
KnnHnyHa nabopaTtopus, TO crefBa Aa OCUrypyu OCbLUIECTBSIBAHETO Ha AEWHOCT MO KAMHMYHA
nabopaTopusi OT CbOTBETHOTO HWBO, OMPEAEeneHo C HaCTOSILLMA CTaHaapT, MO AOroBOpP CbC
CaMOCTOSITENIHA MeAMKO-ANArHoCcTUYHa nabopaTopusi N C KNMHUYHA nabopaTopusi — CTPYKTypa
Ha gpyro nevyebHo 3aBegeHune. B Te3n cnyyam nabopatopusta, C KOATO € CKMOYEeH OO0roBOPbLT,
cnegsa ga O6bae pasnonoxeHa B edHa WM cbllia crpaga ¢ OonHuuata unuM B paMKuTe Ha
6onHuuaTta. C pgoroBopa 3agbimKUTENHO ce obe3anevaBa 24-4acoBO OCBLUECTBSIBAHE Ha
OENHOCTUTE MO KNUHWYHA nabopaTopusi 3a HYXOUTE Ha CTpyKTypaTa NoO eHOOKPUMHOIOUSA U
bonectn Ha obmsiHaTA.

SAOBIXUTENHU 3BEHA, MEOULUMHCKA ANAPATYPA U OBOPYOBAHE, HEOBXOOMMU
3A U3NBJIIHEHUE HA AITTOPUTBMA HA NBTEKATA, HEHAITUYHU HA TEPUTOPUATA HA
NEYMEBHOTO 3ABEAOEHUE, N3N BNHUTEN HA BOJTHUYHA MOMOLL,

JNleyebHOTO 3aBegeHwe 3a GOMHMYHA MOMOLL MOXE [a OCUrypu OEeMHOCTTa Ha CbOTBETHOTO
3a4bJPKMTENHO 3BEHO Ype3 A0roBop C Apyro neyebHo 3aBefeHne Ha TepuTopusaTa Ha HaceneHoTo
MSICTO, KOETO OTroBapsl Ha M3MCKBaHUSATA 3a anapaTypa, obopyaBaHe u cneumanuctu 3a Tasm KM u
uma gorosop ¢ H30K.

3agbnkuTenHo 3BeHo/MegMLUMHCKa anapaTtypa
1. labopaTopu1s N0 umMyHosnorus
2. KT/MPT
3. labopaTtopusi/oTgeneHue no KnMHMYHa naTonorus
4. MukpobuonornyHa naboparopus Ha TepuTopusiTa Ha obnacrra




6) HEOBXOoAMMU CNEUNAITUCTU 3A UBNMBJITHEHUE HA KITMHUYHATA NMbTEKA.

- nekap CbC crneuuanHocT AeTcka eHOOKpuHorornst u GonectM Ha obmsHaTa — eauH U

nputexaealy, kKBanudukauusi no exorpadusi Ha LWMTOBUAHA Xne3a

nnm

B oTaeneHue/knuHuka no neguatpus |l HUBO — YeTMprMa nekapu ¢ npusHaTta crneumanHocT
no neavaTpusi U Hanuuve B Ne4YebGHOTO 3aBedeHMe Ha creumanuct no eaHOOKPUHOMNOrUS Unu
[AeTcKa eHOOKPUHOMOIMS ¢ KBanugukaums 3a exorpadus Ha WUTOBMAHA XNe3a;

- NeKkap CbC CneuunanHocT KNnHMYHa naboparopusi.

- Nekap CbC cneumanHocT no obpasHa guarHocTuka.

5. UHOUKALIMK SA XOCIMUTANTUSALNA U NTEYEHUE

DenHocTnTe M ycnyrute B ob6xBaTa Ha Ta3u KIIMHUYHA NbTEKa ce oCbLiecTBABAT He3abaBHO
unn ce nnaHupart 3a n3nbJjiHeHne B 3aBUCUMOCT OT pa3BUTUETO, TeXXKeCTTa N OCTpoTaTa Ha
CbOTBETHOTO 3abonsBaHe u onpegeneHuna OWNarHOCTUYHO-NevyebeH nnaH.

a) UHOUKALIUK 3A XOCIUTAJTU3ALIUA.
MNbpBOHA4YanHoO ANMarHOCTUYHO YTOYHSABaHe, onpefensHe Ha TepaneBTUYHOTO NoBedeHue U
3anoysaHe Ha nevyeHne Ha 60MHN CbC CbMHEHKE 3a MeTabonnTHO 3abonssaHe:

XnnoanbymmHemusi(cepymeH anbymun nog 35 r/n) npn manHyTpuums.

TexbK aHEMUYEH CUHOPOM MPU MarnHyTpULKS.

Xvnokanuemus npn ManHyTpuums.

Texka ManHyTpuuuns:

- Npu Bb3pacT nog 18 rogmHu - terno 30% nog CbOTBETHOTO 3a pbCTa.

e T[launeHTn 0o 18 roanHM cbC 3aTNbCTABAHE U CBPBXTEMNO C MHAEKC Ha TenecHa maca
/BMI/ Hag 95 nepceHTun wnu nog 19, yCnoXHEHO CbC CbpAEYHO-CbAOBW, OUXaATESHU
n/vnm meTabonmMTHO — EHOOKPUHHU HapYLUEHUS.

e [lauMeHTM C XpOHUYHA ManHyTpuumMs - criegonepaTtmMBHa nNpuM  CTPUKTYpa Ha

XpaHonpoBOAa, racTpo-, eHTepO- N KOJIOCTOMA, CbCTOSIHUS Ha CTOMallHa WU YpeBHa

pe3ekuns; BpoAeHn unv npugodut aHoManum Ha XpaHocMmunartesnHarta CUCTeEMa;

(MHOekc Ha TenecHa maca - BMI noa 19 kr/m?, 3aary6a Ha Terno Hag 5% B nocnegHute 1-3

Meceua, HamansiBaHe Ha XpaHuTenHus npuem ¢ 25% 1 noBeye OT TO3M Ha

npeawecTsalwiata ceamumua, obuwy, cepymeH 6entek nog 60 r/n, cepymeH anbymuH nog 35

r/n).

6) AMAFrHOCTUYHO - NNEYEBEH AIITOPUTDBM.

BaemaHeTo Ha BuonornyeH matepuan 3a MeguMko-gMarHOCTUYHU M3cnegBaHns ce n3BbpLuBa
go 48 vyac ot Hayanoto Ha xocnutanu3aumaTta. KT m MPT — go 3 geH oT nocTbhnBaHETo.
PagnounsoTonHn wu3cnenBaHusi, ABOWHA eOHOEHEepruiHa peHTreHoBa abcopbunomeTpust wunu
PEHTTEHOBO AEHCUTOMETPUSA Ce U3BbPLUBAT 0 3 AeH OT nocTbneaHeTo. O6pasHn nscnegBaHums,
exorpadus n/nnmn Gruoncms Ha napawmMToBMaHa Xnesa — 4o 72 Yyaca oT NocTbnBaHeTo. KOHTPOMNHK
KNMWUHUKO — NabopaTopHu u 06pasHn n3cnensanHus ce NPoBeXaaT 4O kpas Ha BONTHUYHNA NPEeCcTon.

NEYEHUE HA MANTHYTPULUUA NPU NAUUEHTU HA BB3PACT NoA 18 rOOUHU

JleyeHneTo Ha nNbpBUYHUTE POpMM Ha OBenTbyHO-eHepruHata ManHyTpuumsa (BEM) e
ANETVMYHO, @ Ha BTOPWYHUTE €OHOBPEMEHHO CE MPOBEXAa fledeHne Ha OCHOBHOTO 3abonsBaHe
cnep HeroBoTO YyTOYHSABAHE.

B Hayanoto Ha nedeHveTo € MoKasaHO YaCTMYHO MapeHTeparnHo XpaHeHe, GuonpoaykTu
(usinocTHa KpbB, NNasma, XymaH-anbymuH).

[uneToneyeHneTo ce npoBexaa B fBa eTana:



Mbpeu eman — onpegensiHe Ha TorepaHca KbM XpaHa. 3anoyBa ce C MMHUMMAarHo
konu4decTtBo — okorio 50% OT HopmaTa 3a Bb3pacTTa M criedl cTabunmnanpaHe Ha TernoBHarta Kpusa
KONMMYeCcTBOTO XpaHa MNOCTENEeHHO ce yBenuyaBa. EaMHCTBEHaTa XpaHa € MAsko — KbpMma,
XUAPONN3MpPaHoO, COEBO MUITM HUCKOMAKTO3HO.

Bmopu eman - ycnneHo 6entbyHO XpaHeHe. [ocTeneHHo ce yBenuyaBsa BHOCA Ha eHeprus
n 6entbun. O6eMbT Ha XpaHaTa ce yBenvMyaBa NOCTENEeHHO A0 NpenopbYaHnst 3a Bb3pacTTa, a
6entbumnte o 2,5 — 3,5 r/kr terno/244. Egea cnen ToBa ce BbBeXOaT OCTaHanuTe XpaHu,
noaxoasiin 3a Bb3pactra. [pn HeoOGXxoAMMOCT 3a NMOCTUraHe Ha OMTMManeH eHeprueH BHOC e
AOoNyCcTUMO noAcnaxaaHe Ha xpaHute ¢ 3% noBeye OT NPenopbYaHOTO (3a KbpMayeTa U Marku
aeua).

Mpn no-ronemn peua MoraT Aa ce W3NON3BaT FOTOBM CTaHOAPTM3MpPaHUM eHTeparHu
XPaHUTENHUN CMECMW.

JonbnHUTENHO ce BHACAT MUKPOrpaHynupaHu MNaHKpeacHu npenapaTtu, MNoNMBUTaAMUHW,
MUKPOEIEMEHTH, XENe3Hn npenaparu.

TEPAMNEBTUYEH NOoAxoa nPU YCIOXHEHO BOJIECTHO 3ATNNBbCTABAHE MNMPU

MNAUMEHTU OO 18 TOOMLLUHA BB3PACT

JleyeHue Ha 3aTNbCTABAHE C XMNEPUHCYNTUHU3BM
CobcTaBsHe Ha nHanBMOYyaneH XMNoKanopueH QUETUYEH PEXUM.
OnpepensiHe Ha nhausmuayaneH nnax 3a JIOK.
MeankameHTO3HO nevyeHne ¢ MeTOPMUH — NPU NHOMKALNN.
JleyeHune Ha 3aTnNbCTABaHE C HapyLUEH FMIOKO3eH TonepaHc
CobcTaBsaHe Ha nHanemuayaneH XunokanopueH gUeTuyeH nnaH.
OnpepensiHe Ha nhausuayaneH nnax 3a JIOK.
MegukamMeHTO3HO fnieYyeHne ¢ MeTOPMUH — NPU NHOMKALUW.
JleyeHue Ha 3aTNbCTABaAHE C apTepuanHa XunepToHus
CbcTaBsaHe Ha MHAMBMAOYaNeH XMNoKanopueH ANeTUYEH PEeXMM C pefyKuns Ha HaTpueBus
xnopua.

OnpepensiHe Ha nhausmuayaneH nnax 3a JIOK.
MeankameHTO3HO neYyeHne ¢ aHTUXMNEPTEH3UBHN cpeacTea.
JNleyeHue Ha 3aTNbCTABAHE C XUNnepnunuaemMus

CobcTaBsaHe Ha nHanemnayaneH XMnokanopueH QUeTUYEH PexunMm.
OnpegensiHe Ha nHgusuayaneH nnax 3a J1eK.

6. NTOCTABAHE HA OKOHYATEJIHA OUATHO3A.
OkoHuaTenHata pguarHosa ce MocCTaBsA Crnoped aHaMHEeCTUYHUTE [aHHW, KIMHWYHaTa
KapTUHa, BUOXUMUYHUTE, MHCTPYMEHTArHMW, (YHKUMOHAMNHN 1 06pasHu n3cnenBaHus.

7. OEXOCMUTANU3ALNA U ONPEOENAHE HA CJIEABOJIHUYEH PEXUM.

KoHTpon Ha 34paBHOTO CbCTOSHME Ha NauueHTa U MEeAMLMHCKO 3aKroveHue 3a nunca Ha
MEULIMHCKN PUCK OT NPUKNoYBaHe Ha BOMHUYHOTO feYeHne Bb3 OCHOBA Ha OBEKTUBHU JaHHW 3a
cTabunuampaHe Ha CbCTOAHUETO (KNUHUYHU/NaPaKMUHUYHK) U:

MegununHCKu Kputepuu 3a gexocnutann3auus:

- ANarHOCTU4YHO YTOYHABAHE;

- KOpeKUnAa Ha XKU3HEHUTE MNMoKa3aTenu;

- CTa6I/IJ'IVI3I/IpaHe Ha KIMMMHNYHOTO CbCTOAHUE,

- onpependaHe Ha TepaneBTUYHOTO noBegeHne N XMrmeHHo-AneTn4HNA pexnm.

8. JOKYMEHTUPAHE HA JEMHOCTUTE NO KNUHUYHATA MbTEKA




XOCNMUTANMN3ALUUATA HA NAUMEHTA ce nokymeHTtupa B “Mcmopus Ha 3abonsieaHemo” (U3)
n B vacT |l Ha “HanpasneHue 3a xocriumanu3sauusi” - 61.M3-H30K Ne7.

OOKYMEHTUPAHE HA OMATHOCTUYHO - NNIEMEBHUA ANFTOPUTBbM - B “Yicmopusi Ha
3abosisisaHemo”.

M3NMUCBAHETO/MPEBEXXOAAHETO KbM OPYro JIEMEBHO 3ABEAOEHUE CE
OOKYMEHTWUPA B:

- “cmopus Ha 3abornsieaHemo”;

- yacrT lll Ha “HanpaeneHue 3a xocrniumanusayus” - 61.M3-H30K Ne7;

- envKpu3a — noriyyasa ce cpeLly noanuc Ha nauueHTta (poauTens/HacTonHWKa), OTpaseH B
nN3.

OEKNAPALUUA 3A NHOPOPMUPAHO CBLITIACUE (OokyMeHT Ne.........ccccevevrrinnes ) — nognucea
OT naumeHTa (poguTens/HacTorHuKa) 1 e HepasaenHa vacT oT “Ucmopusi Ha 3aborsieaHemo”.



NOKYMEHT Ne 4
WH®OPMALIUA 3A NALMEHTA (POOUTENSA /HACTOUHUKA/MONEYUTENS)

HepoxpaHBaHe (ManHyTpuumsi) MMa Toraea, KoraTto 3a U3BECTEH Nepuon OT BPEME HYXXAUTE
Ha opraHM3ma OT eHeprusi n rpaguMBHU MaTepuanu He ca Bunu NOKpPMBaHU OT NpMeMaHaTa xpaHa.
Mo-cTapuTte knacudukalumm onpeaensT ABa BMAA HeJOXpaHBaHE:

* Tun Mapa3bM, Npy KONTO MMa HEQOCTUI Ha BCUYKM XPAHUTENHU €NEMEHTU (EHEePrniHU U
0enTbyHKM) B NOYTN egHaKBa CTENeH, n

* Tun KBawmopkop, Npy KOUTO MMa HegOCTUM Ha NPOTENHM.

Cnopep CbBpeEMEHHUTE CXBalllaHWs BbB BCUYKM ClydYan Ha HegoXpaHBaHe Uma HedoCTur u
Ha OBaTa KOMMOHEHTa — eHeprus u NpoTenHK, T. €. He MOXe Aa CblyecTByBa He4OCTUI camo Ha
NPOTEMHN UMM camMO Ha eHeprus. Mo Tasn nNpuyMHa € No-TOYHO Aa Ce roBOpWM 3a NPOTEUMHHO-
eHepruiHo HegoxpaHeaHe (MEH) ¢ npeobnagaBaHe Ha eauHUs OT KOMMOHEHTUTE. MprnynHKUTE 3a
pasBuUTUE Ha HeJoXpaHBaHe ca MHOro. Han-obuwo morat fa ce 06e4MHAT B HAKOJSIKO Ipynu:

* HaMarneH aneTwurT;

* HapyLWeHO yCBOsIBaHe Ha XpaHaTa — XpaHOCMUNaHe nnm

pe3opbuus;

* ronemu 3arybuv — paHu, ucTynmn Ha XxpaHoCMuUnaTenHms

TPaKT, HapyLUEHW KOXHWN MOBBbPXHOCTU U AP;

* HapyweHu (3abaBeHn) aHaboTHK NPOLECH N CUHTE3 Ha

NPOTEWNHY;

* 3acuneH katabonunsbm.

Korato roBopum 3a NpPOTEUMHHO-EHEPrMMHO HedoXpaHBaHe TpsibBa 3agbiKUTENHO Aa
npaBuM pasnuka mexay obuKHOBEHO rnagyBaHe N HeOXpaHBaAHETO B YCNOBUSA Ha CTpec.

OGuKHOBEHO rnagyBaHe

MpencraBnsaBa 4YacTUYHO WM MBAHO MNpeKpaTsBaHe BHOCA Ha XPaHUTENHW EHEepPrunHn
N3TOYHMUM 6e3 fa nma HAKakBa NpUYnHA,KOATO Aa noBuwlaBa 0bMYanHUTE pasxoam Ha eHeprus u
rpagvBHU enemMeHTn. YOBELLKUAT OpraHnM3bM e YCTPOEH Aa noHacs aobpe obNnro rnagyBaHe, KaTto
n3nonsBa CBOUTE pe3epBu OT MasHMHa M 6enTblUM M B CbLOTO BPEME MyCKa B XO4 MeXaHU3mu,
KOMTO HamansBaT pas3xoda Ha eHeprus 1 3anassaTt TeNleCHUTE NPOTENHM.

METABOJIUTHU NPOMEHMU NPU NBJTHO MALOYBAHE

» 3acuneHo omdenisiHe Ha KamexonamuHu (KA) u [nwoka2oH,HamaneHO omoesisHe Ha
UHcynuH npe3 nbpBute 48 — 72 yaca — ToBa BOAWM A0 3acuieHa rmmMkoreHonm3a u nunonnsa;

* Pa3xo0 Ha eHepeausi (eHeprneH pasxof B MOKOW) — HapacTtBa A0 48-mu yac, crneq Koeto
3ano4ea Aa Hamansea u KbM 5-Tn o 7-Mu geHcnaga nog M3XO4HOTO HUMBO.

» [locmaeka Ha [ntoko3a

FnMukoreHonusa npes nbpBuTe 24 Yyaca (M34epnsat ce genarta)

FnokoHeoreHe3a (FHIN) ot amuHokmucenuvHHM npekypcopu. B Hauvanoto HI e mHoro
WHTEH3NBHA, KaTO MOXe fa AO0CTUrHe [0 pasrpaxgaHeTto Ha 75 g 6entbum (~300 g mMyckynHa
TbKaH Ha geH). Okono 5-Tms geH HacTbnBa agantaums Ha knetkute B LUHC kbMm mM3nonssaHe Ha
KETOHU KaTO OCHOBEH M3TOYHWK Ha eHeprus, KoeTo Boau 0o HamangasaHe Ha MHI™ ¢ okono 2/3.

OT rnmmuepon, nony4eH Npu nunonmsarta.

Ot JNakTaT — unkbn Ha Kopw.

Mo-HaTaTbk crnegBa NOCTENEHHO [OHACTPOMBaHE Ha OpraHuama KbM M3Mon3BaHe Ha
KeToTenaTta KaTo OCHOBEH M3TOYHMK Ha EHeprus U OOMbIIHUTENHO HamansBaHe Ha pa3xoauTe.
CobwuTe npouecu HacTbNBaT M NPU YaCTUYHO rMagyBaHe.

OCHOBHW XXU3HEHU CUCTEMU
MeHTanHun yHKUuM



Hapywagat ce oT HegocTur Ha Thiamine (B1), B12, Ca, Mg,PO4. lMNMpoy4yBaHusaTa Ha Keys,
Brozek n gp. Bbpxy 3gpasu gobposonuu n Ha Hill npy KNUHWYHM NaAuUMEHTU KaTeropuyHo ca
AoKasanu, 4ye HegoxpaHBaHETO BOOAM OO pasBUTME Ha pasapasHUTENHOCT U Aenpecusi, KOMTO
npemMunHaBaT Npu Bb3CTaHOBSIBAHE Ha XpaHEHeTO.

CbpaeyHo-cbaoBa n 6bLOpeyvHa hpyHKLUKN

TexXKoTo HegoXpaHBaHE M HamMarnsiBaHETO Ha TENECHOTO Terno BoAAT A0 MpOnopuuoHanHo
HamansBaHe obema Ha cbpueTo (pasmepa), kato ~40% OT Hero ce Ob/MKM Ha 3arybata Ha
MUOKapAHa TbKaH, a ocTaHanarta 4acT € 3a CMeTKa Ha HamaneH obem Ha CbpAeYHUTE KyXMHMW.
3arybata Ha MuokapaHa Maca Boan A0 HamansaBaHe Ha MOC,Opagvkapamst U XUNOTEH3US.
MonyyaBa ce nepudepHa UMpKyrnaTopHa HeJOCTaTbYHOCT, KOSATO MOXe Aa NPUYUHM HamansBaHe
Ha ObOpeYHMs KPBBOTOK W rrmomMmepynHata duntpaumsa. HegoctursT Ha BuT. B6 3agbnboyaBa
cbpaevHaTa He4OCTaTbYHOCT, a ENEKTPONUTHUTE HapyLUEHWs ca NpegnocTaBka 3a pa3BMTUETO Ha
PUTBMHM HapPYLLEHUS.

OuxaTtenHa cucrtema

HamansiBaHeTo Ha MyckynHaTa maca ¢ ~20% HapywaBa cTpykTypata v pabotata Ha
auxatenHata Myckynatypa (mexagypebpeHa wu guadparma). CbCTOSHMETO Ha  TEXKO
HegoxpaHBaHe oTcnabBa AMxaTenHusa OTrOBOP KbM XMMOKCUS U XMNepKanHus.

HactbnBat aereHepaTnBHU NpoMeHU 1 B 6enogpobHuTe TbkaHu. Beuyko ToBa B chyeTaHue
C HamaneHnss UMyHUTET N HapylleHaTa ApeHaxHa PYHKUMSA Ha pecHUYecTus enuTen nosuwlaBa
CWIMHO pUCKa OT 3acToMHM NHEBMOHWUW. Mpn naumeHTuTe Ha MBB oTBMKBaHETO OT anapaT € MHOro
3aTpygHeHo.

XpaHocMmunartenHa cucrema

MpMCHCTBMETO Ha XpaHa B YPEBHUS NyMeH CTUMynMpa pacTexa W nogMsiHaTa Ha
eHTepounTuTe 1 KonoHountute. MNpu abnro rmagyesaHe u TIX kNeTkMTe Ha YpeBHaTa nurasmua
aTpocmpaT, Hamansaesa pasmepa Ha YpeBHUTE BUNM U ObNOoYMHaTa Ha kpuntuTe.ToBa Browasa
YyCBOSIBAHETO Ha Nunuau, u3axapuau v rnoko3a. HamaneHaTta cTtomallHa, NaHKpeaTuyHa U
XKNbYHA CeKpeuusi, KakTo U NpoOMeHUTe B 4peBHaTa dopa, 3agbnboyaBat AOMbIHUMTENHO
mManabcopbumara. Bcuukum Te3anm npomeHn HapywasaT GapuepHaTa @yHKUMS Ha 4dpeBHaTa
niraBuua M cb3gaBaT yCroBuUsl 3a NpemMuHaBaHe Ha GaKkTepun M TOKCUHM KbM KpbBTa. ToBa ce
nony4aBa B MHOrO No-roniiMa CTeneH npu NauueHTuTe B KPUTUYHU CbCTOsIHUA. BakTtepuanHata
TpaHCnoKaunst € OCHOBEH (DaKTOp Npu pasBUTUETO N NOAABPKAHETO HA CUCTEMHOTO Bb3NarneHue.

Tepmoperynauus

TexkoTo HepoxpaHBaHe W 3arybaTa Ha Terno HapywasaT ajantauusta KbM  HUCKU
TemnepaTtypwu, kaTo oTcnabsaTt TepmoreHesaTa n nepudepHaTa Ba3oKOHCTpMKUMA. ToBa Boan Ao
MHOTO MO-NIECHO HACTbMNBaHE Ha XMNOTEPMMUSA NPU NALNEHTU C HEOXPaHBaHE.

UMmyHHa cuctema

MoaTucka ce KNeTbYHUS WMYHUTET U HamansiBa Bb3MOXHOCTUTE 3a CbMpPOTUBA CpeLly
UHdekunn. Hamanasa obwma 6pon Ha numdounTuTe, Han-Bevye 3a cMmeTka Ha T kneTbuyHaTta
nnHusa.PasBuBa ce n atpodus Ha TUMyca. HapyweHusaTa B cuctemara Ha

KoMnnemeHTa BOOAT [0 oOTcnabBaHe Ha darouuto3aTa, XemoTakcuca W AupekTHaTa
GakTepumanHa KnetTb4Ha 4eCTpyKLmMs. 3apacTBaHETO Ha paHUTE € MHOro 3abaBeHo.

CrtpaTterus Ha xpaHuUTernHaTa nogapbXKa

 MauunenTtute c MNEH, Ha KOMTO NpeAcTou NNaHoBa XMPYPrna ce HyXOaaT OT XpaHuTenHa
noagpbXka B NpoAbImKkeHne Ha 2 — 3 ceamuun. NMpoBeaeHOTO KINMHUYHO JOXPaHBaHE e NOMOrHe
3a Bb3CTaHOBSIBaHe Ha geduumta OT BUTaMUHWU, MMHEPanu 1 B Marnka CTeneH 3a yBenvyaBaHe Ha
TernoTto. ToBa obaye e gocTaTbyHO 3a nogobpsiBaHe (PYHKUMUTE Ha OpraHn3ama M HamansaBaHe
puycka OT YCINOXHEHMS.

* Maumentnte c lEH, kouTO ca npeTbpnenu cnewHa xupyprus, Tpsbsa ga nonydyar
XpaHuTenHa NnoaapbXka Bb3MOXHO Han-6bp30 B crieqonepatMBHNUS NEPUOA.

* [MaumeHtnte ¢ MNEH B KPUTMYHO CbCTOsSIHME TpsibBa 3agbiKUTENHO Aa nonyyasar
XpaHuTeNHa noaapbXxka Hapes € NeYeHNEeTo Ha OCHOBHMSA Npobnem.



* MauunenTtute 6e3 MNEH, Npn KonToO Cce ovakBa ga He moraTt ga npMemaT XpaHa 3a noseye oT
7 OHM nopagu 3abonsBaHua unM B criegonepaTMBHMSA nepuod, TpsibBa CblWwo Aa nonyyar
XpaHUTeNHa nogapbxka.

* [laumeHTn, KOMUTO npeTbpnsiBaT MHOrOKpaTHM onepauun Tpabea aga nonyyaeart
HenpekbCcHaTa XpaHUTenHa noaapbXKa.

* Ha naumeHtute ¢ MNEH, Ha KOUTO ce HanaraT MHOrOKpaTHW CMELUHW onepaunn 3apagu
HepaspelleHn KOpPEMHU uHdekuun, ducTynm mn gp. Tpsbea ga Obae ocurypeH nepuvog Ha
3axpaHBaHe, CbYeTaH C No-Bucoka dmandecka akTMBHOCT. 10 TO3M Ha4YMH B NpoabIDKEHNE

Ha HSKONMKO Mecela Ce HaTpynBa MyCKynHa Maca M ce nopobpsiBa XpaHWUTENHOTO
cbeTosAHME. ToBa e BaXkHO yCroBME 3a ycrnexa Ha OKoHYaTenHaTa onepauusi.

* AKO onepaTtMBHaTa Hameca He MOXe Oa Ce OTNOXWU, HEWMHUAT pasMep U paguKanHocT
TpsibBa Oga ObaaTr cbobOpaseHM C Bb3MOXHOCTUTE Ha OpraHuama ga noHece MeTabonuMTHOTO
HaToBapBaHe, NpeaM3BMKaHO OT onepaTMBHaTa TpaBma.

3aTnNbCTABAHETO NpeacTaBrisiBa CbCTOSHME HA NPEKOMEPHO HATpynBaHe Ha MacTHa ThKaH B
opraHuamMa. B 3aBMCMMOCT OT cTeneHTa Ha ToBa HaTpynBaHe, CbCTOSHUETO ce Knacuduumpa Kkato
HaQHOPMEHO TEerso, WM Kato 3aTibCTsABaHe, NpeacTaBnsiBalln pasfiMyHU CTeneHn Ha 34paBeH
puck. 3a uenuTe Ha npakTukata, OueHKata Ha TenecHoTo Terno, ce npaBu Han-4ecTo
nocpeacTBOM MHAekca Ha TernecHata maca — UTM (HapuyaH cblwo nHaekc Ha Quetelet). Couwmar
ce usuucnaea no opmynaTa:

TenecHo Terno (kg)
UTM = = (kg/m2)
(PbctBM)2

Knacudmkauus NTM (kg/m2) Puck oT cbnbTCcTBaLLM 3abonsBaHns

<18.5 Hncok (cbliectByBa YyBENMYEH PUCK OT  OpYyrn

lNogHopMmeHo Terno
KNMUHUYHKM  nNpobriemn)

HopmarnHo Terno 18.5 — 24.9 Hucobk
HagHopmeHo Terno 25.0 — 29.9 YBenuyeH
3aTtnbeTaBaHe | cteneH 30.0 — 34.9 YmepeHo BUCOK
3atnbeTtasaHe |l cteneH 35.0 — 39.9 Bucok

3aTtnbeTraBaHe Il cteneH 40.0 MHoro Bucok

3aTnbCTaBaHeTO € pesyntar OT HapyLeHO paBHOBECUE MeXdy €HEepruiHUA BHOC 4pes
XpaHaTta un eHepropasxoja Ha uHameuaa. Yecrta npyvumHa 3a ToBa CbCTOSIHUE € CBPBbXXPaHEHETO,
T.e. NpYeM Ha nose4vye OT HeobxoauMmaTa 3a OCHOBHaTa OOMsSiHa W 3a ABuratenHata akTMBHOCT
eHeprus.

CBpbXKOHCYyMaUMsiTa Ha €eHepruiHa XpaHa MoOXe [a Ce [AbMMKM Ha MNCUXONOrnyecku,
HacneacTBeHW M XOpMoHanHu daktopu. M3BecteH e pakTbT, Ye MHOMBUOW C HAcneacTBeHa
obpeMeHeHOCT ca npeapasnosfioXeHu B MNO-BUCOKA CTeMneH KbM 3atnbecTaBaHe. [lopu nekoTo
noBuLLaBaHe Ha TeNecHOTO Terno yeenvyasa 3aboneBaeMocTTa U CMbPTHOCTTa OT MeTabonuUTHU
(cBbp3aHu ¢ obMsHaTa Ha BellecTBaTta) HapyLleHus.

3aTnbCcTABaHETO € Ha BTOPO MSACTO Crned  THIOTIOHOMYLWEHEeTO KaTo MpuynHa  3a
npexaeBpemMeHHa cMmbpT. [Joka3aHa e Bpb3kaTta Mexay 3aTnbCTsiBaHETO U pen 3abonsiBaHus:
CbpPAEYHO-CBHO0BU, HEUMHCYNUH 3aBUCKMM 3axapeH guabet (Tun 2), 3rokayvecTBeHU 3abonsiBaHus
(pak), pecnupaTopHu (auxaTtenHu) npobnemu, CKeneTHO-MYCKyrHW 6onecTtun, ncuxocoumanHu
npo6rnemu.

B Bbnrapus, NpoUeHTbT Ha XXeHUTe CbC 3aTnbeTaBaHe e npubnusntenHo 35%, Ha MbxeTe —
25%, Ha peuaTta u toHowmnTe — 10-12%. BUcoko cTeneHHOTO 3aTnbCTABaHE € ABa MbTU MO-4YecTo
cpefn XeHuTe, B CpPaBHEHUE C MbXeETe.
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Hali-0o6pusim nodxod e sieyeHUEMO Ha 3amibCmsieaHemo, € KOMIU/IeKCHUsIm, T.e.
TO3W, KOWTO MOBNUSIBA U OBETE CTPaHU Ha €HEepruiHOTO paBHOBECUE — MOHWXKaBaHe npvema U
yBENMYaBaHe pasxoda Ha eHeprusi. Taka KOMMMEeKCHUTE nporpaMu 3a npodunakTuka u neyeHve
Ha To3u 3gpaBeH Npobrnem BKMYBaT NPOMSIHA B HAYMHA Ha KUBOT C HAKOMKO OCHOBHM ENEMEHTH:

ONEeTUYHN PEXUMN — PECTPUKTMBHO-EHEPrUAHUTE OMETUYHM PEeXUMM ca B OCHOBaTa Ha
NnoBeYeTOo NPorpamMu 3a fieYeHre Ha 3aTNbCTABAHETO.

[lBuratenHa akTMBHOCT — NpeaoTBpaTsiBa aganTMBHOTO MOHWXKABaHe Ha OCHOBHaTa 0OMsIHa,
B OTrOBOP Ha OrpaHMYEHUs1 EHEPTMEH NMPUEM.

MpoMsiHA B XpaHWUTENHUTE HaBUUM — MpPaBUNEH PEXUM Ha XpaHeHe, u30sireaHe Ha
NMUKaAHTHUTE MOAMNPAaBKM M CONTa; AOCTAaTbYHO MUTENHA Boda U TEYHOCTU; HMCKA KOHCyMauusi Ha
Ma3HWHW, ankoxXor M NPOCTU 3axapu; MaroMepHM NOPLNK;

NP1 AEUA OO 28 AEH

2.1. KOOOBE HA BOJIECTU NO MKB-10

E41 AnnmeHTapeH mapasbm
TexKo pa3cTPONCTBO Ha XpaHEHETO C MapasbMm
He eknrouga: ksawwmopkop npu mapasbm (E42)

E43 TeXxko 6enTbYHO-KaropMnHO HeAOXPaHBaHe, HEYTOYHEHO
OToK OT rmagyBaHe

3arnbCecTABaHe

He eKknroyea: agunosoreHuTanHa guctpodwms (E23.6)
nunomarosa:
e by (E88.2)
* GonesHeHa [6onecT Ha Dercum] (E88.2)
cuHapom Ha Prader-Willi (Q87.1)

Opyru aHemMuu, CBbP3aHU C XpPaHEHeTo
Bknroyea: MeranobnactHa aHeMusi, Henogaasalla ce Ha nevyeHue ¢ BUTaMuH B2 vnu chonatu

D53.0 AHeMmus, NnpMYMHeHa oT 6enTb4yeH HeJQOUMBK
AHeMus OT HeAOUMBK Ha aMUHOKUCETTUHM
OpoTauungyperHa aHeMus
He ekmroyga: CuHgpom Ha Lesch-Nyhan (E79.1)

E66.2 EkcTpeMHO 3aTnbCTsiBaHe C anBeoyiapHa XunoBeHTUNnauus
Cungpom Ha Pickwick

E66.8 [Opyru dhopmu Ha 3aTNbCTABaHEe
BonecTHo 3aTnbcTABaHe
MeTabonuTeH cuHApPOM

Pa3scTponcTBa Ha oOMsAAHaTa Ha apoMaTHUTE aMUHOKUCENTNMHU

E70.0 Knacu4yecka cpeHUNKeTOHYpUA
E70.1 Opyrn Bupose xunepdeHunanaHnHeMmmn

E70.2 PascTponcTtea Ha o6MsiHaTa Ha TUPO3UHa
AnkanToHypus
XvnepTmposvHemMus
OxpoHo3a
TupoauHemuns
Tupo3anHosa
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E70.3 An6uHN3BLM
ANBGUHN3BM:
* O4YeH
* OYHO-KOXEH
CvHapom Ha:
¢ Chediak(-Steinbrinck)-Higashi
e Cross
* Hermansky-Pudlak

E70.8 [Opyru pa3cTpoincTBa Ha obMsAAHaTa Ha apoMaTHMTE aMUHOKUCEITUHU
PaacTtporicTBa Ha:
* obmsAHaTa Ha XxMcTManHa
e obmsHaTa Ha TpuntodaHa

PascTtponcTBa Ha OOMAHaTa HA aMMHOKUCENIMHUTE C pa3K/IOHeHa Bepura u Ha MacTHUTe
KncemnuHu

E71.0 BonecT Ha “ypuHa KaTo KneHoB cupon”

E71.1 Opyru pascTpoincTBa Ha o6MsAAHaTa Ha aMMHOKUCENMHUTE C pa3KiloHeHa Bepura
XvnnepneBunH-U30neBUUHEMUSA
XvnepsanuHemus
M3oBanepunaHoBa aungemus
MeTunmanoHoBa aumaemumsi
lMponuoHoBa aunagemms

E71.2 Pa3scTponcTBO Ha OOMsIHaTa HA aMUHOKUCESNTMHUTE C pa3KiloOHeHa Bepura, HeyTO4YHeHOo

E71.3 Pa3scTponcTBO Ha 06MsAHaTa HA MAaCTHUTE KUCENTUHU
AgpeHoneskoaunctpodus [Addison-Schilder]
Hedununt Ha MyckynHaTa KapHUTUH-NaNMUTUATPaHcdepasa
MuTOXoHAPMaNHM 1 NepoKCM3OMHU BonecTu
He eknroyea: 6onect Ha Refsum (G60.1)
6onect Ha Schilder (G37.0)
cMHapom Ha Zellweger (Q87.8)

Opyrv pa3cTponcTea Ha obMsAiHaTa Ha aMMHOKUCENUHUTE

He eknroyea: OTKINOHEHWs oT HopmaTa 6e3 nssBeHo 3abonssaHe (R70—R89)
pa3cTponcTBa Ha:
* obMsHaTa Ha apomaTtHuTe aMmuHuokucenuHm (E70.—)

* oBMsHaTa Ha aMUMHOKUCENUHUTE C pasknoHeHa sepura (E71.0—E71.2)

e obMsAHaTa Ha MacTHuTe knucenuum (E71.3)
¢ obmsaHaTa Ha nypuHa u nupumuguHa (E79.—)
nogarpa (M10.—)

E72.0 PascTponcTBa Ha TPaHCNOPTUPAHETO HA aMUHOKUCESTUHMU
LinctnHosa
Lincturypumsi
CwuHgpom Ha Fanconi(-de Toni)(-Debre)
Bbonect Ha Hartnup
Cungpom Ha Lowe
He eknroyea: pascTpoinicTBa Ha obmsiHaTa Ha TpunTodaHa (E70.8)

E72.1 PascTtponcTBa Ha o6MsAHaTa Ha cApa-CbAbpPXalWMUTe aMUHOKUCENTMHU
LinctaTmoHuHypums
XOoMOLMCTUHYpUS
MeTuoHUHeMMS
Heduumt Ha cynduTokcuaasa
He eknroyesa: peduvumnt Ha TpaHckobanamuH 1l (D51.2)

E72.2 PascTtponcTtBa B MeTabonuTHUA LMKBN Ha ypeATa
AprvHuHemus




ApPrMHMHOCYKLMHOBA aumaypust

LUntponuHemus

XvnepaMoHuemus

He eknro4ea: pascTporicTBa Ha obmsaHaTa Ha opHuTuHa (E72.4)

E72.3 Pa3scTponcTBa Ha o6MsiHaTa Ha NIM3MHA U XUOPOKCUINM3UHA
nyTapoBa auuaypus
XnapoKCUnmnanHeMms
XvnepnusmHemus

E72.4 Pa3scTponcTtBa Ha o6MsiHaTa Ha OPHUTUHA
OpHutuHemusa (tun |, 1)

E72.5 Pa3scTponctBa Ha o6MsiHaTa Ha rMMUMHa
XvnepxnapoKcUnporMHeEMus
XunepnponuHemus (tTun |, 1)

HekeToHoBa xunepramumHeMus
CapkosnHemusi

E72.8 [Opyrv yTO4YHEeHM pa3cTpoOMCTBa Ha OOMAHaTa Ha aMUHOKUCESIUHUTE
PaacTtpowcTsa:
* Ha obMmsiHaTa Ha B-aMWHOKUCENUHUTE
* B Y-IMyTaMMUIIOBUS LUKBI

HenoHocMMOCT KbM NnakTo3a

E73.0 BpoaeH HeaOMMBK Ha nakrasa
E73.1 BTopnyeH HeAOMMBK Ha NnakTasa

E73.8 [Opyru BupoBe HENOHOCMMOCT KbM JlakTo3a

rM pa3cTpoNCTBa Ha OOMsiHaTa Ha BbrnexuapaTrure
He eknroyea: noBuLLEHa cekpeLms Ha rntokaroH (E16.3)
3axapeH guabet (E10—E14)
xunornukemus 6OY (E16.2)
Mykononusaxapugosa (E76.0—E76.3)

E74.0 BonecTt Ha HaTpynBaHeTO Ha rAVUKOreH
CbpaeyHa rnmkoreHosa
Bbonecrt Ha:
* Andersen
* Cori
* Forbes
* Hers
* McArdle
* Pompe
e Tauri
* Von Gierke
Heponmbk Ha YepHogpobHa dhocdopunasa

E74.1 PasctponctBa Ha o6msHaTa Ha dopyKTo3aTa
EceHunanHa gpykTosypusa
HepouMbk Ha opykTo30-1,6-gudoccartasa
HacnepctBeHa HEMOHOCMMOCT KbM (OPYKTO3a

E74.2 PascTtponctBa Ha o6MsHaTa Ha ranakro3saTa
Hepovmbk Ha ranakTtokuHasa
"anakTo3emus

E74.4 Pa3scTponcTBa Ha o6MsAiHaTa Ha NMpyBaTa U rMIOKOHeoreHe3arta
Hepoumbk Ha:




* pboccoeHonnupysat kapboKkcukHasa
* nupysart:

» kapbokcunasa

e AexvaporeHasa
He ekmoyea: c aHemuns (D55.—)

E74.8 [Opyru yTouyHeHu pa3cTpoOMCTBa Ha OOMsAiHaTa Ha Bbrnexmgparurte
EceHumnanHa neHTo3ypus
Okcanosa
Okcanypws
PenanHa rnoko3ypus

Pa3scTpoincrBa Ha o6mMsiHaTa Ha cdMHronuNMAUTE U APYrvu HapyLeHUs Ha HaTpynBaHe Ha
nunuaguTe
E75.0 FaHrnuosuposa GM2

BonecT Ha:

e Sandhoff

» Tay-Sachs

GMy, raHrnunosmaosa:
* BOY

* Mpu Bb3pacTHU

* |OBEHUINHa

E75.1  [pyrv raHrnmo3uaosu
MaHrnno3uposa:
« BOY

°GM1

. GM
GM,

Mykonunugosa IV

E75.2 [pyru cmHronunnaosu
Bonect Ha:
» Fabry(-Anderson)
* Gaucher
» Krabbe
* Niemann-Pick
Cungpom Ha Farber
MeTtaxpomaTtunyHa neskoamcTpodus
Hepoumbk Ha cyndaTtasa
He ekmroyea: appeHoneBkoanctpodums [Addison-Schilder] (E71.3)

E75.3 CduHronunnagosa, HeyTouyHeHa

E75.4 JlunodycunHo3a Ha HEBPOHUTE
Bbonecrt Ha:
» Batten
* Bielschowsky-Jansky
* Kufs
» Spielmeyer-Vogt

E75.5 [Opyru pa3cTpoucTBa Ha HaTpynBaHeTO Ha NUNUAN
LlepebpoTenanHo3Ha xonecteposa [van Bogaert-Scherer-Epstein]
Bonect Ha Wolman

Pa3scTponcTBa Ha 06MsiHaTa Ha FMIKO3aMUHOINIMKaHUTe

E76.0 Mykononusaxapupgo3sa, Tvn |
CuHgpomu Ha:
e Hurler




¢ Hurler-Scheie
¢ Scheie

E76.1 Mykononusaxapupo3sa, tun |l
Cungpom Ha Hunter

E76.2 [pyru mykononusaxapuposu
HeponmMbk Ha B-rnokypoHuaasa
Mykononusaxapugosa, Tunose I, 1V, VI, VII
CvHapom Ha:
¢ Maroteaux-Lamy (nek)(Texwbk)

* Morquio(-nogobeH)(knacu4eckm)
* Sanfilippo (tun B)(tun C)(tun D)

E76.8 [Opyru pa3cTtpoucTBa Ha oOMsAiHaTa Ha rMKO3aMUHOINIMKaHUTe

Pa3scTponcTBa Ha o6MsAHaTa Ha IMIKONPOTEUHUTE

E77.0 [OedekTn B nocTTpaHcnaumMoHHaTa moamcpukaums Ha NM3030MHUTE EH3UMU
Mykonunugosa Il [I-kneTbyHa 6onecT]
Mykonunugosa lll [ncesao- Hurler nonnamctpodms]

E77.1 DedekTn B pasrpaxgaHeTo Ha rioKONpoTenHuTe
AcnapTunrnoKko3amMmHypus
dyko3ngosa
MaHHO3na03a
Cwnannpgosa [mykonunugosa I]

E77.8 [Opyru pa3cTpoucTBa Ha OOMsAiHaTa Ha rNOKONPOTeNHUTE

Pa3cTponcTBa Ha o6MAHaTa Ha NIMNONPOTEUHUTE U APYIrM NUNuaeMum
He eknroyesa: cduHronunuagosu (E75.0—E75.3)

E78.0 Yucra xunepxonecreponemus
damunHa xvnepxonecreponemmnst
XunepnunonpoTenHemus Ha Fredrickson, Tun lla
XunepbeTtanunonpoTenHemums
Xvnepnvnugemus, rpyna A
XnnepnMnonpoTerHeMus ¢ NUMNonpoTenHU ¢ HUCka NNbTHOCT [LDL]

E78.1 Yucrta xuneprnvuepmaemus
EHngoreHHa xvneprnvuepungemus
XunepnvnonpotenHemus Ha Fredrickson, tun IV
Xunepnunugemus, rpyna B
XunepnpebeTtanunonpoTemHeMuns
XunepnmnonpoTemHeMmnsa ¢ AUMNONPOTENHN C MHOIO HUcKa NNbTHOCT [VLDL]

E78.2 CmeceHa xunepnunuaemums
O6wupHa nnu Nnaeatlla 6eTanunonpoTenHeMus
XunepnunonpoTtenHeMmuna Ha Fredrickson, Tun Ilb unu 1l
XunepbeTtanunonpoTenHemus ¢ npebeTanMnonpoTenHeMust
XunepxonecteponemMnsi ¢ eHAoreHHa xunepriuepunaemms
Xunepnunugemus, rpyna C
TyGepo-epynTMBHaA KCaHTOMa
Xanthoma tuberosum
He ekmroyea: uUepebpoTeHanHO3Ha xonecTteposa [van Bogaert-Scherer-Epstein] (E75.5)

E78.3 X1nepxmnoMmmKkpoHe Mus
XunepnunonpotenHemus Ha Fredrickson, tun | unn V
Xunepnunugemus, rpyna D
CwmeceHa xuneprnvuepuaemMms

E78.4 Opyrv xunepnunuaeMmuu




E78.6

E78.8

HegovMMbK Ha NnMNONpPOTEUHU
AbeTanunonpoTenHeMus

Hepoumbk Ha NMMNOMNPOTEVHN C BUCOKA MITBTHOCT
XunoandgannnonpoTenHemms
XunobeTtanunonpotemHemus (damunHa)

Hepoumbk Ha neuuTnH-xonecTepon-aumnTpaHcdepasa
TaHxepcka 6onect

Apyru pascTpoicTBa Ha o6MAHaTa Ha NIMNONPOTEUHUTE

Pa3scTponcrBa Ha oOMsiHaTa Ha NypUHA U NTMPUMUAUHA

He ekmoyea: KaMbk Ha 6b0peka (N20.0)

E79.1
E79.8

KOMBUHMPaHM MYHOHEAOMMbBbYHM pa3scTpolicTea (D81.—)
nogarpa (M10.—)

opoTtaumaypuyHa aHemus (D53.0)

nurmeHTHa kcepoaepmus (Q82.1)

Cunapom Ha Lesch-Nyhan

Opyru pascTpoicTBa Ha o6MAHaTa Ha NnypuHa U NMpUMUAUHA
HacnepcTteeHa kCaHTUHypUS

Pa3cTponcTBa Ha o6MAHaTa Ha NnopdUupuHa n GUNUpyouHa

E80.0

E80.1
E80.2

HacneactBeHa eputponoeTtuyHa nopdupus
BpogeHra eputponoetuyHa nopdumpus
EpuTtponoetnyHa npotonopdupus

Mopcupus kytaHea Tapaa

Opyru nopcdupum

HacnepctseHa konponopdupns

Mopdmpus:

* bOY

* OCTpa MHTEpPMUTEHTHa (YepHoapobHa)

Mpn Heo6XOAMMOCT OT MaeHTUMLMpaHe Ha NpuYMHaTa ce M3Mof3Ba AOMbIIHUTENEH Ko, 3a
BbHLWHY npuydnHu (knac XX).

Pa3scTponcTBa Ha MMHepanHaTa ooMsaHa

He ekno4dea: anvMMeHTapeH HeJOUMBbK Ha MUHepanHu BewecTsa (E58—E61)

E83.0

E83.2

E83.4

pa3CcTponCcTBa Ha NapawmToBnaHata xnesa (E20—E21)
HegoMMbK Ha BuTamuH D (E55.—)

Pa3scTponcTBa Ha o6msAHaTa Ha MeaTa
Bonect Ha Menkes (6onecT Ha kbapaBuTe Kocu) (bonect Ha CTOMaHeHUTe Kocu)
Bonect Ha Wilson

PascTpoiticTBa Ha oGMsIHaTa Ha LiMHKa
EHTeponaTeH akpogepmaTuT

Pa3scTponcTBa Ha o6MsiHaTa Ha MarHesus
XunepmarHesemus
XunomarHe3semusi

Opyr1 pa3cTpoNcTBa BbB BOOAHO-ENEKTPONUTHUS U anKanHO-KUCEeNnUHHUA 6anaHc

E87.0

XunepocmonaputeT xMnepHaTpueMmums
Manuwbk Ha HaTpui [Na]
MpeToBapBaHe ¢ HaTpui [Na




E87.8 Opyru pascTpoicTBa BLB BOAHO-CONEBOTO paBHOBecuHe, HeknacuduumpaHm gpyrage
PasctponcTtBo Ha enektponutHus 6ananc Y
Xunepxnopemus
Xunnoxnopemusi

Opyru pa3cTponcTBa Ha o6MsAHaTa Ha BelecTBarta

He ekmouyea: xuctnoumtosa X (xpoHuyHa) (D76.0)
Mpyn HeobGxoouMOCT OT uAeHTUdMUMpPaHe Ha nekapcTBEHOTO CPeACTBO, MpPeAv3BMKano
pa3cTpoOMCTBO Ha obMsiHaTa Ha BellecTBaTa, Ce M3MOoN3Ba AOMbAHUTENEH KOA4 3@ BbHLUHM
npUYnHK (knac XX).

E88.1 Nunoguctpodusn, HeknacucduumpaHa gpyrage
Jlunogmctpodua 6OY
He eknro4sa: 6Gonect Ha Whipple (K90.8)

E88.2 JlnnomaTro3sa, HeknacuduumpaHa apyrage
JInnomarosa:
* bOY
» BonesHeHa [Dercum]

E88.8 Opyrn yTo4yHeHn pa3cTponcTBa Ha oOMsiHaTa Ha BellecTBaTa
ApeHonunomaTto3a Ha Launois-Bensaude
TpumeTnnammHypms

KOOOBE HA OCHOBHM MNMPOLIEAYPU

2.2, OCHOBH/ OUATHOCTUYHW NPOLIEAYPU

 KomnioTbpHaTomorpagmsimamosbk

KommrorspHa TOMOrpadus Ha rmasa B/1Y
He sxnousa: xoMmroThEpHA TOMOTpadws:
* ipu cupanHa aaruorpadus (57350 [1966])
IIpH CKaHWpaHE Ha:
* rppaeH xom (57001, 57007 [1957])
* 1 kopeM (57001-01, 57007-01 [1957])
* TUIIeBa KOCT U OKoJIoHOCceH cuHyc (56030-00, 56036-00 [1956])
* cpeHO yX0 U TeMnopainHa KocT (56016-02, 56016-03, 56016-06, 56016-07 [1955])
* opbura (56013-02, 56013-03 [1954])
* uTyuTapHa sMka (56010-02, 56010-03 [1953])

56001-00 KomnioTbpHa ToMorpadumsi Ha MO3bK

56007-00 KomnioTbpHa TOMOrpadms Ha MO3bK C MHTPaBEHO3Ha KOHTpacTHa MaTepus
Kommrorspaa ToMorpagus Ha MO3bK 0e3, ciIe]] ToBa ¢ BEHO3EH KOHTPACT

PeHTreHorpadma Ha rmnaBa unu wus

He sxniousa: Ha mmeH rppOHaK (58100-00 [1968])

57901-00 PeHTreHorpadus Ha Yepen

Brarousa: KaJIBapuyM
He sxnousa: nedpamomerpus (57902-00, 57930-00, 57933-00 [1967])
TakaBa Ha:

» MacTouaHa KocT (57906-00 [1967])
* okoJoHOCeH cuHyc (57903-00 [1967])
* IeTpo3Ha TeMmopaiHa koct (57909-00 [1967])




PeHTreHorpacus Ha rpbb6Ha4YeH cTbnO, 2 2 otaena

Brarousa: (YHKIIMOHATHHM TJICIHN TOUKH
TakaBa OT 2, 3 Wik 4 OT cIeTHUTE TPEOHAYHH OT/eNa:
* LIEpBUKAJICH
* myMm00caKpajeH
* CaKpOKOKI[UTeaJIeH
* TOpaKajieH
58115-00 PeHTreHorpadus Ha rpbbHadHna cTbnd, 3 otaena

Opyra peHTreHorpacusa Ha rpbAeH Kow

58500-00 PeHTreHorpadus Ha rpbaeH KoL

Brniousa: OpoHX
nnadparma
chpIe
0511 1pob
MEIHACTUHYM

He gxnouea: TakaBa Ha:
* pebpa (58521-01, 58524-00 [1972])
* rppaHa KocT (58521-00 [1972])
* rppaeH Bxox (58509-00 [1974])

* Tpaxes (58509-00 [1974])

PeHTreHorpacus Ha paMmeHeH otaen

57700-00 Paguworpadus Ha pamo unm ckanyna

PeHTreHorpacus Ha ropeH KpanHuK

57512-01 PeHTreHorpadms Ha nakbT ¥ NpegMuLLIHULA

PeHTreHorpacus Ha ropeH KpanHuK

57512-03 PeHTreHorpadgusa Ha gnaH, NPbCTU M KUTKA

M3cnepBaHe Ha KOCTU

58300-00 PeHTreHOBO M3cnegBaHe KOCTHa Bb3pacT Ha K1TKa U KONSHO

PeHTreHorpacdusa Ha Ta3

57712-00 PeHTreHorpacusa Ha TazobeapeHa cTaBa

He sxntousa: xoHTpacTHa aptporpadus (59751-00 [1985])
TakaBa Ha ¢emypHa muiika (57518-00 [1983])

57715-00 PeHTreHorpacums Ha Ta3
Pagunorpadus Ha Ta30B BXOJ

He sxntousa: paauorpadceka nensumetpus (59503-00 [1981])

Paguorpadusa Ha poneH KpanHUK
57518-00 PeHTreHorpadus Ha bemyp
Pangmorpadus Ha 6epo
He sxnousa: TakaBa mpu BeTpelIHa Gpukcamms Ha peMopaiHa ppakrtypa (57721-00 [1981])

57518-01 PeHTreHorpadgus Ha KOnsiHO
He sxniousa: w3cienBaHe KOCTHA Bh3PacT Ha KOJISTHO U kuTKa (58300-00 [1984])

57518-02  PeHTreHorpacusa Ha nogbegpvua




Papguorpadus Ha goneH KpamHuK

57524-04 PeHTreHorpadus Ha rneseH n ctbnano

1940 YnTpa3ByK Ha rnaBa u Lwus

55032-00 YnTpasByk Ha wng
He gxaousa: nyniekc ckaH Ha KapOTUIHU ChJ0Be (BHK Ookose [1944] u [1946])

YnTpasByk Ha cbpue

Exoxapnuorpadus
Brnousa: TaKbB U3IIBJIHCH:
* U3MOJI3BaNKU:
¢ MalpaHe ¢ IBETCH IMMOTOK
* Jlomiep TeXHUKH (IPOIBIDKUTENIHA BBJIHA) (ITyJICHpalla BhJIHA)
* MEXaHUYHO CEKTOPHO CKaHUPAHE
* TpaHcIIocep ¢ (Ha30BO U3IBUBAHE
¢ C BHACO 3aI11ucC
55113-00 M-pexum n gByM3MepeH ynTpasByk Ha CbpLe B peariHO Bpeme

YnTpa3ByK Ha KOpeM Unu Tas

55036-00 YnTpasByk Ha KOpem
Brniousa: CKaHMpAaHE Ha YPUHAPEH TPaKT

He exniousa: xopemHa ctena (55812-00 [1950])
TIPY CBCTOSTHUSA, CBBP3aHU ¢ OpeMeHHOCT (55700 [1943], 55729-01 [1945])

MarHuTHO pe3oHaHceH o6pa3

90901-00 MarHUTHO pe3oHaHCHa Tomorpadus Ha MO3bK
He sxnousa:  @yHKYUOHATHO MASHUMHO PE30HAHCHO u3cieosane Ha mo3vk (90901-09 [2015])

EnektpoeHuedanorpadusa [EEI]
11000-00 EnekrpoeHuedanorpagus

D,pyrw AWarHocTu4yHun TectToBe, U3aMepBaHUA U nacneaBaHnsA

91929-00 Mwukpockoncko nacnegBaHe Ha Nnpoba oT yxo, HOC, MbPIIo U NapuHKC 3a bakTepyanHa Hamaska

D,pyrw AWarHocTu4yHu TectToBe, N3aMepBaHUA UNKN n3crnieaBaHusa

91929-01 Mwkpockoncko nacnegBaHe Ha Nnpoba oT yxo, HOC, MbPIIo Y NMapuHKC 3a KynTypa

JJ,per ANarHoCTu4Hu TecToBe, U3MepBaHUA UNU n3cneaBaHUA

91929-02 Mwkpockoncko nacregsaHe Ha npoba oT yxo, HOC, MbPIIo U MAapUHKC 3a KynTypa u
YyBCTBUTEJTHOCT

.D,pym AWarHoCcTu4Hun TectoBe, N3aMepBaHUA U nacnenaBaHnsA

92184-00 Mwkpockoncko nacnegsaHe Ha npoba ot Tpaxes, 6poHx, nnespa, 651 Apob, Apyra rpbaHa
npoba un xpayka 3a bakTepmanHa Hamaska




ﬂpyrw AWarHoCcTu4yHu TectoBe, N3aMepBaHUA UNn nacneaBaHnsA

92184-01 Mukpockoncko nscnegpaHe Ha npoba ot Tpaxesi, bpoHx, nneepa, 6sn gpob, agpyra rpbaHa
npoba un xpayka 3a KynTtypa

,D,pyrw AWarHocTu4Hun TectoBe, U3aMepBaHUA U nacneaBaHnsA

92184-02 Mukpockoncko nscnegpaHe Ha npoba ot Tpaxesi, bpoHx, nneepa, 6an gpob, gpyra rpbaHa
npoba n xpayka 3a KynTypa v YyBCTBUTENHOCT

,D,pyrw AWarHocTu4Hun TectoBe, U3aMepBaHUA U nacneaBaHnsA

91937-00 Mukpockoncko nscnegBaHe Ha KpbB 3a 6akTepuanHa Hamaska

,D,pyrw AWarHocTu4Hun TectoBe, U3aMepBaHUA U n3cnenaBaHnsA

91937-01 MukpocKoncKko nscnegBaHe Ha KpbB 3a Kyntypa

,D,pyru AWarHoCcTu4Hun TectoBe, N3aMepBaHUA U nacnenaBaHnA

91937-02 MuKpoCKOMNCKO n3cnegBaHe Ha KpbB 3a KynTypa 1 YyBCTBUTENHOCT

1923 [InarHOCTUYHN TeCcTOBe, n3mMmepBaHuAa nnun n3cnegBaHusA, KpbB U KPbBOTBOPHU OpraHu

BkntouBa 3agbImKUTENHO CcriegHuTe:

91910-04 KpbBHa KapTMHa — NOHE OCEM UMK NOBeYe OT NOCOYEHUTE NOKa3aTeNn: XeMOrmo0uH,
epuUTPOLNTN, NEBKOLUTU, XeMaToKpUT, Tpombouutn, MCV, MCH, MCHC

91910-05 OndepeHumnanHo 6poeHe Ha NEBKOLNTU — BU3YyarTHO MUKPOCKOMCKO MM aBTOMaTUYHO
anapaTHO u3cnegpaHe

91910-12 KNUHNYHO-XMMUYHN n3cneaBaHna 3a rnokosa

91910-13 KnMHUYHO-XMMWYHN n3cnenBaHna 3a KpeaTuHuH

91910-14 KNUHWYHO-XMMWYHKM n3cneaBaHus 3a ypes

91910-15 KNUHWYHO-XMMWYHK n3cneaBaHmns 3a o6 GunupyouH

91910-17 KnNMHWUYHO-XNMUYHN n3cneaBaHus 3a ool 6enTbk

91910-33 KnuHn4Ho-xumMmnyHn nacnensaxHusa 3a Hatpun n Kanun

91910-34 KnNuUHNYHO-XUMMYHN n3cnegsaHus 3a Kanuum

91910-35 KnuHWYHO-XxMMHUYHKM nacneasanus 3a docdatu

91910-08 M3cneaBaHe Ha Bpeme Ha KbpBeHe

91913-04 M3cneaBaHe Ha Bpeme Ha cbCcupBaHe

91910-09 MacnegsaHe Ha NpoTpoMOUHOBO BpeMe

91910-10 WN3cnepBaHe Ha akTMBMpaHO napumanHo TpoMmbonnacTnHoBo BpemMe (APTT)
91910-11 NacnepsaHe Ha mnbpuHoreH

13311-00 M3mepBaHe Ha rasoBe Ha CMeceHa BEHO3Ha KPbB

3agbIMKUTENHO NpU reHeTUYHO 3abonsiBaHe 3a NOCTaBsiHE HA reHeTUYHa AuarHosa, npu nbpea
XocnuTanusauusi, ce M3BbpLUBa:

91881-00 JHK anann3

Mo npeueHka Ha nekyBaLlus fiekap ce U3BbpLuBaT U:

91916-00 'eHeTU4HM n3cneaBaHus

91916-01 LinToreHeTU4YEH aHanNn3 Ha KPbB NN KOCTEH MO3bK
91925-19 Opyrn xopmoHanHu nscnensaHus

91913-02 CepornornyHo nacnegBaHe 3a paHeH 1 3a KbCeH cUdunmc

JJ,per ANarHoCTU4Hu TecToBe, U3MepBaHUA UNU n3cneaBaHUA

91919-03 Mukpockoncko uscnegBaHe Ha Npoba OT AONHUS XpaHOCMMUNATENEH TPaKT U NU3NPaXHeHNs
3a GakTepmanHa Hamaska




ﬂpyrw AWarHoCcTu4yHu TectoBe, N3aMepBaHUA UNn nacneaBaHnsA

91919-04 Mukpockoncko nscnegeaHe Ha npoba oT A0NHMS XpaHoCMUNaTesieH TPakT N U3NpaKHEeHUsI
3a KynTypa

,D,pyrw AWarHocTu4Hun TectoBe, U3aMepBaHUA U nacneaBaHnsA

91919-05 Mukpockoncko nscnegeaHe Ha npoba oT A0oNHMS XpaHoCMUnaTesieH TPakT U U3NpaKHEeHNsI
3a KynTypa u YyBCTBUTENHOCT

1926 MukpobunonornyHm nscnegBaHusA

91920-02 Mukpockoncko nscnegBaHe Ha ypuHa 3a Kyntypa v YyBCTBUTENHOCT
BkntouBa: ypokynTypa
aHTMbuorpama

1932 nscnegBaHe Ha ypuHa
91226-00 MeTabonuTeH CKPUHUHT Ha ypUHa 3a MyKononusaxapuau
91226-01  MeTabonuTeH CKPUHWHT Ha YPUHa 38 aMUHOKUCENMHU

91226-02 MeTabonuTeH CKPUHMHE Ha YpUHa 3a OpraHUYHU KUCENMNHU

JJ,pyrw AWarHoCcTu4Hun Oo4YHU TeCcToBe, U3MepBaHUA UNN n3crnegBaHuns

92015-00 BwuayaneH eBokupaH noteHuman [BEM]

CnyxoBu eBOKMpaHW NnoTeHuManm

11300-00 AyguomeTpus Ha eBOKMpaHM NOTEHLUMANM Ha MO3bYEH CTBOJ

96050-00 KopTukaneH eBokuMpaH OTroBop ayanomMeTpus

1934 Opyrn nabopaTtopHu uscnepBaHusA

92191-00 TlMonumepasHa BepwkHa peakums 3a gokassaHe Ha COVID-19

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

2.3. OCHOBHU TEPANEBTWUYHM NPOLIEOYPU

1824 Opyra oueHka, KOHCYNnTauusa, MHTEPBIO, U3crieaBaHe UNu npeueHkKa
96037-00 Apyra oLeHKa, KOHCynTauus unmu oueHsiBaHe

OLleHKa }

KOHCynTaums }

oueHsBaHe } oay

WHTEPBIO }

HenHUM3NOHHO NOCTaBAHE U WHTepBeHUUU 3a gunatauud Ha XpaHocMunaTtesiHa cucrtemMma

92066-00 lMocTaBsHe Ha pekTanHa Tpbba




CwMsiHa Ha peKTaiiHa Tpboa

MpunoxeHue Ha chapmakoTepanua

96202-07 EHTepanHo npunoxeHne Ha dhapMakomormyeH areHT, XpaHMTEnHO BELLECTBO

MpunaraHe Ha KPbB U KPbBHU NPOAYKTH

13706-02 TlpunoxeHne Ha onakoBaHW KNeTKn
Tpancdysus Ha:
* CPUTPOLUTH
¢ OIIaKOBAaHU KJICTKU

® YCPBCHU KPBbBHU KIICTKHU

MpunaraHe Ha KPbB U KPBLBHU NPOAYKTH

13706-03  [lNpunoxeHune Ha TpoMbOounTK
Tpancdysus Ha:
* TPOMOOTIUTH

MpunoxeHue Ha chapmakoTepanua

96199-07 VHTpaBeHO3HO NpUNoXeHUe Ha bapMaKoSIOrMyYeH areHT, XpaHUTENHO BeLecTBO
[Ipunarane Ha papMaKOJIOrMUYCH areHT Upes:
* HH(Y3HOHEH MOPT
* Port-A-Cath
* pe3epBoap (TMOIK0XKEH)
* YCTPOMICTBO 3a ChAOB JOCTBIL
* BEHO3CH KaTeThP
Kooupaii cvwo xoeamo e nanpasena:
* IOCTaBsIHE, N3BAX/IaHE WM PEBU3HS Ha YCTPONUCTBO 3a CHJIOB JOCTHII (BHK OJI0K [766])
* 3apeXJaHe Ha YCTPOUCTBO 3a JOCTaBsiHe Ha MeaukameHTH (96209 [1920])

He 6xniousa: XupyprudHa KaTeTepu3alus ¢ npuiaraHe Ha XUMHOTEpaneBTUYeH areHT (Bk 0ok [741])

NMpunoxeHue Ha chapmakoTepanua

96199-08 VHTpaBeHO3HO NpUNoXeHne Ha hapMaKoSIOrMyYeH areHT, enekTponnT
[punarane Ha papMaKOIOTHYCH areHT Upes:
* HH(PY3UOHEH MTOPT
* Port-A-Cath
* pezepBoap (TIOJKOKEH)
* YCTPOMCTBO 3a CHAOB JIOCTBHIT
* BEHO3EH KaTeThp
Kooupaii cvwyo xoeamo e nanpagena:
* MMOCTaBsIHE, U3BAXK/IaHE WJIM PEBU3MUS HA YCTPOHCTBO 32 CHJIOB IOCTHIT (BUXK OJIOK [766])
* 3apeXxJaHe Ha YCTPOUCTBO 3a JIOCTaBsiHe Ha MeaukameHTH (96209 [1920])

He sxnousa: xupyprudHa KaTeTepu3alys ¢ IpHIaraHe Ha XUMHOTEPaNieBTHYCH areHT (Bk 0ok [7417)

NMpunoxeHue Ha chapmakoTepanua

96199-02 VIHTpaBEHO3HO NpUNOXeEHME Ha hapMaKoNorMyeH areHT, NPOTUBOUHAEKLNO3EH areHT
[punarane Ha papMaKOIOTHYCH areHT Ypes:
* HH(Y3HOHEH MOPT
* Port-A-Cath
* pe3zepBoap (TIOJIKOKEH)
* YCTPOMCTBO 3a CHOB JIOCTHIT
* BEHO3CH KaTeThp
Kooupaii cvwo koeamo e Hanpaeena:
* OCTaBsIHE, M3BAXK/IaHE VTN PEBU3US HA YCTPOUCTBO 32 CHJIOB IOCTHIT (BHXK OJIOK [766])
* 3apeXxJaHe Ha YCTPOUCTBO 3a JIOCTaBsiHe Ha MeaukaMeHTH (96209 [1920])




He gxnouea: XupyprudHa KaTeTepH3alysi ¢ IpuiaraHe Ha XMMHUOTEpareBTHYCH areHT (BIx 010K [741])

MpunoxeHue Ha chapmakoTepanus

96199-03 WHTpaBeHO3HO NpuMoXeHue Ha hapMakonorMyeH areHT, ctepous
[Tpunarane Ha papMaKoJOTHICH areHT Upe3:
* nH(Y3HOHEH TTOPT
* Port-A-Cath
* pe3sepBoap (TIOJKOKEH)
° YCTpOﬁCTBO 3a CbJJOB JOCTBHII
* BCHO3CH KaTCTbhp

Kooupaii cvwo kocamo e nanpasena:
* MIOCTaBsTHE, M3BAXKIAaHE WIIM PEBU3US HA YCTPOUCTBO 3a CHJIOB IOCTHIT (BHXK OJIOK [766])
* 3apeXJaHe Ha yCTPOHCTBO 3a JIOCTaBsiHe Ha MeaukameHTH (96209 [1920])

He gxnouea: XupyprudHa KaTeTepHu3alys ¢ IpuiaraHe Ha XMMHUOTEpaNeBTHYCH areHT (BUxK 010K [741])

96197-03 MycCKynHO NpunoXeHne Ha hapMakoforMyeH areHT, ctepovs

MpunoxeHne Ha chapmakoTepanusa

96199-09 VHTpaBeHO3HO NpunoxeHne Ha bapMaKonorMyeH areHT, Apyr U HecneundunyeH
drapmakonornyeH areHT
[Tpunarane Ha apMaKoOJIOTHUYECH areHT Ypes:
* HH(Y3HOHEH MOPT
* Port-A-Cath
* pesepBoap (TOJKOKEH)
* YCTPOMCTBO 3a CHAOB JAOCTBII
* BEHO3€EH KaTEThp

Kooupaii cvwo xoeamo e nanpasena:
* IOCTaBsIHE, N3BAX/IaHE WM PEBU3HS Ha YCTPONUCTBO 3a CHJOB JOCTHII (BUXK 00K [766])
* 3apeXxJaHe Ha YCTPOUCTBO 3a JOCTaBsiHe Ha MegukameHTH (96209 [1920])

He gxniousa: XupyprudHa KaTeTepusallys ¢ Mpuiarane Ha XMMHOTEepaneBTUUeH areHT (Bux 0ok [741])

96197-09  MyckynHo npunoxeHue Ha chapMakonorMyeH areHT, Apyr U HecneundpuieH dapmakonormyeH
areHT

U3uckBaHe: KnnuHnyHata nbTeka ce cymMTa 3a 3aBbplUeHa, ako ca NPUIIOXEHN U OTYETEHU
TPU OCHOBHM AMArHOCTUYHM M [BE OCHOBHM TepaneBTUYHW Mpoueadypu, NocoyeHn B Tabnuvua
KonoBe Ha ocHOBHU npoueaypu.

Mpu nbpBa xocnuTanu3auua No NoBoA reHeTUYHO 3abonsABaHe:

KnuHnyHata nbTeka ce oOTuMTa CbC 3aAbIDKUTENHO MNpPOBeAeHO reHEeTUYHO
n3cneaBaHe: ,,MeTaboNUTEH CKPUHUHI WA aHanM3 Ha YpUMHa 3a MyKononusaxapuawm,
AMUHOKUCENMHU U OpraHn4Hm KncenuHu” 6nok 1932 (91226-00, 91226-01, 91226-02)

unu

eH3nmeH u/vnn OHK — aHanus, B cny4yauTe Korato ce Kacae 3a reHeTM4HO 3abonsBaHe
M aHanu3uTe ca Bb3MOXHU B Bbnrapus, onok 1923.

OcHoBHa npoueaypa 92191-00 unn 92191-01 ce ocbliecTBsABa NpyM HeobBXOAMMOCT U ce
npvnara npu guarHoctuumpaHe Ha COVID-19. Tasu npoueaypa ce usBbplLUBa Npu NokasaHusa u ce
OTYMTa KaToO AOMbIHUTENHA AMArHOCTUYHA npoueaypa KbM ApYruTe OUarHOCTUYHWU Npoueaypw,
NMOCOYEHN BbB BCEKN ANArHOCTUYHO-NeYebeH anropuTbM Ha CbOTBETHATA KIMMHMYHA NbTeKa.

4. YCNOoBUA 3A CKINKOYBAHE HA OOroBoP “ 3A USMNBbJIAHEHUE HA KITMHUYHATA
NBbTEKA




KnuHuyHata nbTeka BKMYBa AeMHOCTM M ycnyrm ", B ob6xBata Ha MeguMUMHCKaTa
cneuunanHoct "lMeanaTpua”, ocbLiecTBSABaHa Ha TPETO HUBO Ha KOMMNETEHTHOCT, CbrfacHoO
MeauUMHCKM cTtaHpapTt "lMepgmaTtpua”, B ob6xBata Ha MeguUMHCKaTa cneuuanHocT
"HeoHaTonorna", ocblecTBABaHA HA TPETO HUBO HaA KOMMETEHTHOCT, CbrfacHoO
MeauUMHCKU cTaHaapT "HeoHaTtonorusa"(3a geua oo 28-msa gex).

MsuckBaHMATa 3a Hanuuue Ha 3agb/PKUTENHUM 3BeHa, anapaTtypa W chneumanuctM ca B
CbOTBETCTBUE C MOCOYEHUTE MEAULMHCKM CTaHAAPTW.

a) SAOBIDKATENHN 3BEHA, MEOAUUUHCKA AMNMAPATYPA U OBOPYOBAHE, HAITUMHU U
®YHKUNOHUPALLN HA TEPUTOPUATA HA NEYEBHOTO 3ABEOEHUE, N3MBJIHATEN HA
BOJIHUWYHA NMOMOLY

JleyebHOTO 3aBeageHMe 3a OOMHMYHA NOMOLL MOXeE Aa OCUrypu 4pe3 OOroBop, BMEHEHUTE KaTo
3a0bIDKMTENHN 3BEHA, MeanUMHCKa anapaTypa n obopyaBaHe, 1 ¢ Apyro neyebHo 3aBedeHve 3a
N3BbHOOMNHNYHA MM OOMHMYHA NOMOLL, Pa3nofIOXEHO Ha TepuTopusiTa My M MMaLLo AOroBOp C
H3OK.

3agbnXuTenHo 3BeHo/MegULUMHCKa anapaTtypa
1.KnuHuka/otaeneHue no negmnatpus
unm
HeoHaTtonornyHa knuHuka/otgenexHve
2. KnnHnyHa nabopatopus ¢ |l unu Il HUBo Ha komneTeHTHoCT, BKI. KA, xemocTasnonorusi
3. CTpyKTypa 3a peHTreHoBO u3cnegBaHe — peHreHoB anapaT 3a ckonuvs 1 rpacus
4. 3BEHO 3a MHTEH3VMBHO JlIe4YeHne

B cnyyauTte, korato neyebHOTO 3aBefeHue 3a OOMHMYHA NOMOLL He pasrnonara CbC cobcTBeHa
KnnHM4YHa nabopaTtopus, TO crefgBa da OCUrypyu OCbLLLUECTBSIBAHETO Ha AEWHOCT MO KMHMYHA
nabopaTtopusi OT CbOTBETHOTO HMBO MO [OOrOBOP CbC CaMOCTOSiITENIHA MeOMKO-AMarHOCTUYHa
nabopaTtopus nnu ¢ KNnHMYHa nabopatopus — CTPyKTypa Ha Apyro nevyebHo 3aBeaeHue. B Tesn
cnyydam nabopartopusaTa, C KOSTO € CKINIOYEeH AOroBOpbT, criefBa Aa 6bae pasnonoxeHa B egHa U
cbwa crpaga ¢ 6onHuuaTta unu B pamknte Ha ©GonHuuaTta. C goroBopa 3adbJDKUTENHO ce
obe3nevyaBa 24-4acoBO OCbLUECTBSIBAHE HA AEWHOCTUTE MO KIMHU4YHA nabopaTopusi 3a HyxauTe
Ha CTpyKTypaTa no HeoHaTosorus/negnaTpus.

SAOBLIDKUTENHU 3BEHA, MEOUUUWHCKA AMNAPATYPA U OBOPYOBAHE, HEOBXOOAMMU
3A U3NMBJIHEHUE HA AINTOPUTBbMA HA MBbTEKATA, HEHAITUYHU HA TEPUTOPUATA HA
NEYEBHOTO 3ABEAEHUE, U3NBJITHATEN HA BOJTHUWYHA NMOMOLL,

NeuebHOTO 3aBedeHue 3a OOMHMYHA NOMOLL, MOXE [a OCUrypu AEeWHOCTTa Ha CbOTBETHOTO
3a4bMKUTENHO 3BEHO Ype3 JOroBop € Apyro neyebHO 3aBedeHMe Ha TepUTopmusita Ha HaceneHoTo
MSICTO, KOETO OTroBaps Ha M3NCKBaHMATA 3a anapartypa, obopyaBaHe u cneumanucTu 3a tasm K un
nma gorosop ¢ H30K.

3agbmKuTenHo 3BeHo/MegMUMHCKa anapaTypa
1. ViMyHonoruyHa nabopaTopusi — Ha TepuTopusaTa Ha obnacTtra
2. JlabopaTtopus (oTAeneHne)no KNMHMYHA NaTosnorusa — Ha TepuTopusaTa Ha obracTtTa
3. Knunuka/otgeneHne no obpasHa guarHoctuka, pasnonarawo ¢ KT /MPT, ¢ ocurypeHo
obcnyxBaHe Ha bonHuuaTta 24-4aca B JEHOHOLLMETO, BKIHYNUTENHO M NPY CMELIHU CbCTOSHMSA
4. BupyconornyHa nabopartopus - Ha TepuTopusaTa Ha obnacrtra
5. Exokapguorpad
6. LiIntoreHetTn4yHa nabopartopust — Ha TepuTopmusTa Ha obracTtra
7. l'eHeTu4Ha nabopaTtopus 3a MeTabonuTeH, eHanmeH n AHK — aHanns3 — Ha TepuTopusiTa Ha
CTpaHaTa
8. MukpoburonormnyHa naboparopus - Ha TepuTopmsTa Ha obnacTTa

6) HEOBXOoAUMMU CNEUUMAITUCTU 3A UM BIJITHEHUE HA KITMHUYHATA NMbTEKA.
Heobxogumun cneuuanucTyn 3a nevyeHue Ha NMaLMEeHTU Ha Bb3pacT A0 28-uA OeH oT
paxaaHeTo (CbrnacHo MeAULMHCKU cTaHaapT no “HeoHaTtonorma”):



- Ha’-manko uwectuma nekapu, OT KOUTO HaW-mManko u4eTupyma CbC CrneumanHocT
"MegnaTpusa", Han-manko eauH nMva AoNbHUTENHa KBanuukaumnsa 3a n3sbpLUBaHe Ha exorpadus
(TpaHcoOHTaHenHa w/wnn abaomuHanHa) W Hal-mManko gBama ca C npuagobuta BTOpa
cneumanHocT ¢ neanaTpuyHa HacO4YeHoCT;

nnm

- HaW-manko wectuma nekapu, OT KOUTO HaW-manko Tpuma CbC CheumnanHocTt
"HeoHnaTonorus", eguH OT TAX C KBanudwukauusa no exorpadusi — TpaHCHOHTaHernHa w/vnm
abgomuHanHa;

- nekap - cneumanucT no KnNuHuyHa nabopartopus.

5. UHOUKALIMK SA XOCIMUTANTUSALUNA U NTEYEHUE

a) UHOUKALWKN 3A XOCIMUTANU3ALIUA.

[MbpBOHAYaNHO AWArHOCTUYHO YTOMHSIBaHe, onpedensHe Ha TepaneBTUYHOTO NoBedeHue U
3ano4yBaHe Ha nevyeHne Ha 60NHN CbC CbMHEHME 3a MeTabonnTHO 3abonsaBaHe:

e MeTabonutHa Kpusa

¢ KomaTo3HO CbCTOSAAHME

e [bpyoB CMHAPOM
Mpun HesAACHa AmnarHo3a 3a YyTOYHSABaHe.

6) AMATHOCTUYHO - JIEYEBEH AJTTOPUTBM.

AWATHOCTUYHO - JIEMEBHUAT AJNIMOPUTBM E 3AOBJIIXUTENIEH 3A
U3MbNHEHUE U ONPERENS NAKETA OT BOJIHUYHU 30PABHN OEMHOCTU, KOUTO CE
SAMNALLAT MO TA3U KINMHUYHA NMBbTEKA.

Mpuem n gnuarHocTU4YHO-NeYe6eH nnaH

MetabonutHn 3abonsiBaHMA: NauMeHTUTE NOCTbMNBAT B KIMHMKATA 3a MOCTaBsiHE Ha
AunarHosa U 3a nedeHne, Korato ca B AEKOMMNEHCUPAHO CbCTOsHUE. LlenTa e Bb3cTaHOBsIBaHE Ha
XU3HEHUTEe nokasaTenu, NpeoonisiBaHe Ha KOMaTO3HOTO CbCTOSHUE, M3YNCTBAHE Ha OpraHu3ama
OT HaTpynaHusi TOKCMYeH cybcTpaTt n ctabunuanpaHe Ha obmeHHUTe npouecu. PassacHaBaHe Ha
poouTenute 3a AonycHatuTe MpoMyCKU B OWETUYHOTO U MEeOMKaMEHTO3HOTO fedeHne ¢ uen
npegoTepaTaBaHe Ha No-HaTaTbLUHU METAbONMUTHN KPU3MW.

OnarHocTu4Hu nscneaBaHus:

- o 48-ua yac — ce mn3BbpLluBaT cnegHute muacnenBanus - MNKK, ypuHa, 6uoxumms (camo

nacnegBaHuaTa HeobxooMMun 3a gokasBaHe Ha guarHosara), flaktaT, aMOoHSIK;

- o 72 — na vac ce n3pbpiBat - EElN n B3emaHe Ha KpbB 1 ypuHa 3a cneumanuampaHm
nacnensaHnsa (aMMHOKUCENUHU, OPraHUYHN KUCESTMHMHK, MYyKOMONu3axapuan, eH3vMHU
nacnegsaHus) npu HeOHBXOANMOCT;

- [o Kkpas Ha OOMHUYHMA NPEeCcTol, B 3aBUCUMOCT OT CbCTOSHMETO Ha AeTeTo U
HeobXOAMMOCT 3a MOCTaBsHE W YTOYHABaHE Ha AuarHosata - TpaHcdOHTaHesHa
exorpacdmsi, PEHTreHOBO  uM3crnefBaHe, exorpaduss  Ha  KOPEMHW  OpraHu,
exokapauorpadus, KOHCynTaLmm ¢ HeBpOor, KapAWOoror, 3anoYyBaHe Ha KuHe3uTepanus.

JIleyeHne

Mo Bpeme Ha xocnuTanmsaumsTa fe4eHMeTO € OCHOBHO CUMMNTOMATUYHO.

MedukameHmMoO3HO nedeHue - NHPY3NA Ha MoKo3a, enekTponnTn, BUONOrMYHN NPOAYKTH,
XpaHeHe CbC COHAA, NapeHTeparHo MM OpariHoO MPUITOXEeHNe Ha aHTUOMOTKK, KOPTUKOCTEepoua,
AHTUKOHBYNCaAHTU, aHTUEMETUYHM CPEeACTBa.



EH3um-3amecTBalla Tepanusa npu naumeHtn ¢ 6onectta Ha Nowe ce otumta ¢ Allp Ne 33 -
.[lapeHTepanHa MHy3na Ha NekapcTBeHN NPOAYKTU NO TepeneBTUYHa cxema”, ¢ bnaHka Ne8A ,
KaTo OTYMTaAHETO Ha NPUNOXEHUTE NeKapCTBEHM CPeACcTBa Ce U3BbPLLBA NO YCTAHOBEHUS pes.

Bb3MoOXHOCTTa 3a OTYMTaHe Ha NauMeHTU MO NbTeKaTa ce 3anas3Ba camo 3a cry4dyauTe
Ha AuarHocTuKa u npocneasiBaHe Ha CbCTOSAAHUETO.

6. MOCTABAHE HA OKOHYATENHA OUATHO3A.
Cnopef KNMHUYHaTa KapTuHAa, cTaTyca U cref XMCTONOrMyHoO (Mpu onpeaeneHyn Ho3omorum),
LMTOreHETUYHO, MOJEKYNSIPHO U3creaBaHe.

7. BEXOCNMUTAITU3ALUUA U ONPEAENAHE HA CNEOBOJNIHUYEH PEXUM.

KoHTpon Ha 30paBHOTO CbCTOSIHME Ha NauueHTa M MeAMUMHCKO 3akfioveHne 3a nunca Ha
MEeOMLMHCKN PUCK OT MPUKIOYBaHe Ha 6OMHMYHOTO NevYeHne Bb3 OCHOBA Ha ODEKTUBHU AaHHM 3a
cTabunuanpaHe Ha CbCTOSHMETO (KNMUMHUYHW/MAPaKIUHUYHN) W:

MeauuuHCKM KpUTepumn 3a gexocnuranusaums:

- ANArHOCTUYHO YTOYHSIBAHE;

- KOPEKLUS Ha XXU3HEHMTE NoKasaTenu;

- cTabunuanpaHe Ha KMMHUYHOTO CbCTOSHUE;

- onpeaensHe Ha TepaneBTUYHOTO NOBEAEHNE U XUTMEHHO-ONETUYHUSA PEXUM.

8. HOKYMEHTUPAHE HA OEMHOCTUTE NO KNUHUYHATA NbTEKA
XOCIMUTANMU3ALUUATA HA NALMEHTA ce nokymeHntupa B “Mecmopusi Ha 3abornsisaHemo” (UN3)
n B vacT |l Ha “HanpasneHue 3a xocriumanu3sauus” - 61.M3-H30K Ne7.

OOKYMEHTUPAHE HA OUWATHOCTUYHO - JNIEYEBHUA ANITOPUTBbM - B “Ucmopus Ha
3abornsisaHemo”.

M3NMUCBAHETO/NMPEBEXXOAHETO KbM OPYro JEYMEBHO 3ABEOEHUE CE
OOKYMEHTWUPA B:

- “Ucmopus Ha 3abornsieaHemMo”;

- vacrt lll Ha “HanpaeneHue 3a xocnumanu3ayus” - 651.M3-H30K Ne7;

- enuKkpmsa — nornyyasa ce cpelly noanuc Ha naumeHTa (poauTens/HacToriHuKa), OTpaseH B
nN3.

OEKNAPALUUA 3A UHOPOPMUPAHO CBHITIACUE (OokymeHT Ne........cccceererennnees ) — noanucea
OT naumeHTa (pogutens/HacTtorHuKa) 1 e HepasgenHa vacT oT “Uicmopusi Ha 3abonsseaHemo”.



OOKYMEHT Ne 4
WH®OPMALIUA 3A POOAUTENA /HACTOUHUKA/MOMEYUTENA

HacnepctBeHuTe meTtabonuTHU 6onecTu ca rpyna oT reHeTU4HM 3abonaBaHns, Npu KOUTO
nuncarta Ha onpefeneH eH3M BOAM A0 YBpexAaHe Ha pasfiMyHu OpraHu, BKIOYMTENHO MO3bKa.
EH3umMuTE ca 6entbum, KOUTO MMaT MHOMO (PYHKLWUK, BKITHOUMTENHO pasrpakgaHe Ha onpenenieHm
BellecTBa B opraHuama. [lpu meTabonutHuTe ©OMectu ToBa pasrpaxgaHe € HapyLllieHo,
BellecTBaTa He Ce U3non3BaT MbISIHOLEHHO, a ce HaTpynBaT B Pa3fnMYHN TbKaHW, CTaBaT TOKCUYHM
3a TaX M TOBa BogM [0 nposiBata Ha onpegerneHa metabonutHa 6Gonect. TexecTTa Ha
3abonsBaHeTO 3aBUCK OT BMAA Ha NMNMNCBALLMS EH3MM N OpraHnTe, KOUTO ca 3acerHaTu.

MeTabonutHuTe 3abonsiBaHUs ce NMPUUUHABAT OT AedEeKT B reHa, KOMTO € OTFOBOPEH 3a
CUHTE3MpPaHETO Ha [adeH eH3num. B noBeyeTo cnyyam TO3M AedekT ce Hocu OT ABamarta
poauTenu, HO B eauHuYHa gosa. Nopaan Tasu npuuvHa poanTennte npaktudecku ca sgpasu. Mo
BPEME Ha ONMOoXAaHeTo Ha CriyyaeH NpuHUMN Te3u ABa gedekrta ce cbbupat 3aeaHo B KNeTkuTe
Ha ObgewoTo gete M edekTbT OT TAXHOTO KOMOMHMpaHe € nposiBaTta Ha onpegeneHo
HacnencTBeHo MeTabonuTHO 3abonsaBaHe.

MeTabonutHuTe Gonectn ca peakn. EaHa ronsima 4acT oT TsX ce nposiBsiBaT B AeTckaTta
Bb3pacT. XapaKTepHO 3a TAX e, Ye geuaTa ce paxaaTr Ha TePMMH, C HOPMarHu Terno u puCcT n B
MHOTO CIy4yaun TSXHOTO pas3BUTME NMpPe3 MbpPBUTE OHM, CEOMULIN UITM MECELIM € HAaMbITHO HOPMarlHO.
BonectTa ce nposiBaBa cnen M3BECTHO BpeMe, Thil KATO € HeobxoauM pasnUYHO ObNbI Nepuoa
npes3 KOWTO B OpraHM3ma ga ce HaTpyna ToBa BeLlecTBO, KOETO nopaau gedekra He MoXe fa ce
pasrpaxkga. 3abonaBaHeTO MOXe Aa ce NposiBM C NoBpbLUaHe (0coOeHO Mo BpeMe Ha MHAeKuus),
yBenuMyeHne Ha 4epHua Apob M cneskata, rbpyoBe, nNpobrnemu C AWWAaHeTo, MNpoMsaHa B
Cb3HaHUETO.

M3KNUYMTENHO BaXXHO € MauMeHTbT CbC CXOOHW OnnakBaHWa Aa ObAe HacO4YeH KbM
crneumanucTt 3a TbpCeHe Ha npuyMHata W eBEeHTyanHo neyeHve. ToyHaTa guarHosa faBa
Bb3MOXHOCT Ha Jlekaps ga onpegenu xoda Ha pasBuTMe Ha Oonectta U HelHaTta MporHoa3a,
CTEneHTa Ha yBpexdaHe Ha OeTeTo - PU3NYECKM N MCUXNYECKN.

MpoTnyaHeTo Ha MeTabonuTHUTE GonmecTn e pasnuyHo. EaHmM oT TsX ce nposiBsBaT nof
dopmaTta Ha Kpu3n C noBpblUaHe, Npyu OpyrM NbpBUTE CUMMNTOMM ca rbpyoBe. [euara moraT ga
nmart 3abaBeHO PU3N4ECKO pa3BUTUE - FIOLLO HagaaBaHe Ha TErro, KbCHO CAdaHe U NPOXOXAaHe.
3abaBeHo e 1 NCUXMYECKOTO pa3BuTNe, HabngaBaT ce NPOMEHN B NOBEAEHNETO.

IleyeHneTo Ha meTabonuTHUTE Gonectn e cneunduyHO 1 B MHOIO Criyqan € NOAAbPXKALLO,
He BOAM OO0 NbMHO U3nekyBaHe Ha AeTteTo. eHeTu4HMAT aedekT He Moxe Aa 6bae Kopurnpat.
HesaBucnmo oT ToBa NoaabpXKalloTo NnedeHne TpsioBa aa ce NPUnoXu HaBpeme U afekBaTHO Ha
BogewmuTe cumntomn. To Lenu ga npegoTepaTu XnBoTO3acTpallaBallM CbCTOSIHUS U 4a OCUrypu
Ha 0EeTETO Bb3MOXHO Han-gobpo passuTue.

Hsakon oT metabonutHuTe 6Gonectn ce nekyBaT CbC CbOTBETHaA AueTa. [lpunaraHeTto 1
TpsibBa ga cTaBa MOA CTPOr JIEKAPCKM KOHTPOS M camMO Mpu NocTaBeHa amarHosa. CbllecTBeHa
yacT OT JleyebHMA nNaH € NpoBeXOaHEeTO Ha onpegeneHa pexabunurtaumoHHa nporpama,
cbobpaseHa CbC CbCTOSIHMETO Ha aeteTo. [lpyn egHa ronsima 4act oT Te3n Gonectn uma 25%
BEPOATHOCT CfeaBalloTo OeTe B CEMEWCTBOTO Aa O6bae 60nHO OT cblioTo 3abonsiBaHe. ToBa
Hanara Te3uW CeMencTBa da Ce HacoyBaT KbM TEHETMYHA KOHCynTaumsa npeau cregeaila
OpemeHHoCT. ChbliecTByBaT MeToaM MNpu HAKoM MeTabonuTHu 6Gonectu guarHosaTa ga Obge
noctaBeHa no BpemMe Ha bpemeHHocTTa. 3a Tasu Len Ha CEMENCTBO, B KOETO BeYe Mma POAEHO
aete ¢ metabonuTHa 6onecT n Ta e AnarHoctTuumpaHa, ce npegfara npeHartanHa guarHosa. Ts
He e Bb3MOXHa B ClyyauTe, korato NuncBa TovHaTa guarHo3a Ha 6onHoTo aete. M3cneasat ce
KPbB, ypMHa UIn KbCYe KOXa OT BONMHOTO AeTe, B KOUTO Ce ThbPCAT OnpeaeneHn HapyLeHus.

B MHOro cny4au tesu nscnegBaHmsa ca NPpOAbLIDKUTENHUN, @ MOHSAKOra U Te He No3BongaBaT Aa
CTMrHeM OO0 OCHOBHaTa npuynHa Ha 3abonsiBaHeTo. HesaBMCMMO OT nuncata Ha TOYHA AMarHo3a,
Jeuata ¢ meTabonuTHM 3abonsaBaHus TpsibBa Aa ce HabnogaeaT NepUoanYHO OT CneLUnarnucr.



