KM Ne 58 ANATHOCTUKA U NEYEHWE HA HACINNIEACTBEHU U
OETrEHEPATUBHU 3ABONNABAHNA HA HEPBHATA CUCTEMA,
3ACArAlLN LUHC C HAYAJO B OETCKA BBb3PACT

MuHuManeH BONHUYEH NpecTon - 5 AHn

KOOOBE HA BOJIECTU MO MKB-10

Pa3cTtponctBa Ha o6MsiHaTa Ha aMUHOKWUCENIMHUTE C Pa3KiIOHeHa Bepura u Ha MacTHUTe Kuce-
JIMHU
E71.3 Pa3cTponcTBO Ha OOMsIHaTa Ha MacCTHUTE KUCENTUHMU
AppeHoneBkoguctpodusi [Addison-Schilder]
HeduunTt Ha MycKynHaTa KapHUTUH-NanMuTUnTpaHcdepasa
He ekmoysa: 6onect Ha Refsum (G60.1)
6onect Ha Schilder (G37.0)
cuHapom Ha Zellweger (Q87.8)

Pa3cTtponctBa Ha o6msHata Ha cdwuHronunuauTe W ApYrv HapylweHuUsi Ha HaTpynBaHe Ha
nunuauTe
He sknroysa: mykonunugosa, Tvn I-lll (E77.0—E77.1)
6onect Ha Refsum (G60.1)

E75.2 Opyru cdouHronunuposu

BonecrT Ha:

* Fabry(-Anderson)

* Gaucher

* Krabbe

¢ Niemann-Pick

CuHgpowm Ha Farber

MeTaxpomaTtunyHa neskoancTpodus

Hepovnmbk Ha cyndaTasa

He sknroysa: appeHoneskognctpocus [Addison-Schilder] (E71.3)
E75.4 NunodycumHo3a Ha HeBpOHUTE

BonecrT Ha:

* Batten

* Bielschowsky-Jansky

* Kufs

e Spielmeyer-Vogt

E83.0 PascTponcTBa Ha o6MsAHaTa Ha MeAaTa
BonecTt Ha Wilson

Jleka ymcTBeHa nsocraHanoct

F70.0 Nexa ymcTBeHa u3oCcTaHaNoOCT, HAMa HapylleHue unM e Hanvue MWHUMAariHO
HapyleHue Ha NnoBeAeHUETo
MpunbnuanTenHnTe HUBa Ha IQ (MHTEeneKTyanHus KBOTMEHT) ca B rpaHuumTe mexay 50 n 69
(npy BB3pacCTHU nMua ToBa OTroBaps Ha ymcTBeHa Bb3pacT oT 9 go 12 roguHwu). Mma
BEPOSATHOCT Aa AOoBede [0 nosBaTa Ha M3BECTHU OOyuuTenHu 3aTpygHEHUs B ydumnuLie.
MHOro oT Bb3pacTHMTE Ca B CbCTOAHME da paboTaT M nogabpxat gobpu coumanHu
B3aVMOOTHOLLEHUS 1 Aa ca OT non3a 3a obLecTBoTO.

Bknroyea: cnaboymme
neka ymcrtBeHa HeOoCTaTb4yHOCT
F70.1 Jleka ymcTBeHa U30cTaHasriocT, 3Ha4YUTENTHO HapyLleHue Ha NoBeAEeHMETO, M3UCKBALLO

rPVKU UNK neveHune
MpubnuanTenHnTe HUBa Ha IQ (MHTEeneKTyanHus KBOTMEHT) ca B rpaHuumTe mexay 50 n 69
(Mpu BB3paACTHWM nuuUa TOBa OTroBaps Ha ymcTBeHa Bb3pacT oT 9 o 12 rogunu). Mma
BEPOSAITHOCT Aa [OBeLEe [0 nosiBata Ha M3BECTHU OOYYMTENHU 3aTPYOHEHMS B yYWmULLE.
MHOro oT Bb3pacTHMTE ca B CbCTOSHME Aa paboTar v nogabpxat nobpu coumanHu
B3aMMOOTHOLLEHWS 1 Aa ca OT nonsa 3a o6LecTBoTO.
Bknroyea: cnaboymume

rfieka yMCTBEHa HeJOCTaTbyHOCT




F70.8

INeka ymcTBeHa nsoctaHanocT, APYyro HapylieHue Ha NoBeAeHUETOo
MpnbnunantenHuTe HMBA Ha IQ (MHTENEKTyanHusi KBOTUEHT) ca B rpaHuunte mexay 50 n 69
(Npy BB3pacCTHM nMua ToBa OTroBaps Ha ymcTBeHa Bb3pacT oT 9 go 12 rogunwn). Mma
BEPOSAITHOCT Aa [OBede [0 nosBaTa Ha M3BECTHU OOyYMTENHW 3aTpyOHEHMS B ydumnuLie.
MHOro oT Bb3pacTHMTE cCa B CbCTOSHME Aa paboTAaT M nogabpxaT Aobpu coumanHu
B3aMMOOTHOLLEHNS 1 Aa ca OT nonsa 3a o6LecTBoTO.
Bknroyea: cnaboymune

Nleka ymcTBeHa HeOoCTaTb4HOCT

YmMepeHa ymcTBeHa U30CTaHanocT

F71.0

F71.1

F71.8

YmepeHa yMCTBeHa WM30CTaHanocT, HAMa HapylleHWe WM € Hanuue MUHUMarHO
HapylweHue Ha NnoBegeHNeTo

MpnbnunsntenHuTe HMBa Ha IQ ca B rpaHuunTe mexay 35 n 49 (npu Bb3pacTHM nuua ToBa
OTroBapsi Ha yMCTBeHa Bb3pacT OT 6 Ao 9 roguHu). Mima BepoaTHOCT ga goBede OO
3HaYMTErNHO M3ocTaBaHe B pa3BUTUETO B AETCTBOTO, HO FOfsiMa 4acT OT 3acerHatuTe morat
0a YCBOAT HSKOM HaBULM 3a camooOCnyXBaHe, adeKkBaTHWM YMEHWst da ycCTaHoBsiBaT
KOHTaKTU N eNeMEHTapHN YYUIULLHM NOCTMKEHNs. Bb3pacTHUTe 0BMKHOBEHO MMaT Hyxaa
OT pasnu4yHa CTeneH Ha nogkpena B 6uta n Ha paboTHOTO MSCTO.

Bknroyea: yMepeHa yMCTBEHa HeoCTaTb4yHOCT

YMmepeHa yMmcTBeHa MW30CTaHasloCcT, 3Ha4UTesIHO HapyleHue Ha TMNoBeAeHMUeTo,
M3NCKBALLO FPVXWN UMK NevyeHne

MpnbnunsntenHuTe HMBa Ha IQ ca B rpaHuumTe mexay 35 n 49 (npyn Bb3pacTHM Nuua ToBa
OTroBapsi Ha ymcTBeHa Bb3pacT oT 6 o 9 roguHu). Mma BepoATHOCT Aa goBede [0
3HaAYNTENHO M30CTaBaHe B Pa3BUTMETO B AETCTBOTO, HO ronisiMa YacT OT 3acerHatute morart
Oa YCBOAT HSAKOM HaBULM 3a camooOcCnyxBaHe, aJeKkBaTHM YMEHUs1 Oa YycTaHoBABaT
KOHTaKTU N €NeMEHTapHN YYUIULLIHM NOCTMXKEHNs. Bb3pacTHUTEe 0BMKHOBEHO MMaT Hyxaa
OT pasnu4yHa CcTeneH Ha nogkpena B 6uta n Ha paboTHOTO MSACTO.

Bknroyea: yMepeHa yMCTBEeHa HeJOCTaTb4yHOCT

YMepeHa ymCcTBEHa M30CTaHaNoCT, APYro HapyLleHne Ha NoBeAeHNeTO
MpubnuantenHnte HMBa Ha IQ ca B rpaHuumTe Mmexay 35 n 49 (Npu Bb3pacTHM Nuua ToBa
OTroBapsi Ha ymcTBeHa Bb3pacT oT 6 o 9 roguHu). Mma BepoATHOCT Aa goBede OO0
3HaAYNTENHO M30CTaBaHe B Pa3BUTMETO B AETCTBOTO, HO ronisiMa YacT OT 3acerHatute morat
0a YCBOAT HSKOM HaBMUM 3a CaMOODCNyxXBaHe, afeKBaTHW YMEHUs [a ycTaHoBsBaT
KOHTaKTU N eNeMEHTapHU YUYUITULLHN NOCTUXEHUS. Bb3pacTHNTE OOMKHOBEHO MMAaT Hyxaa
OT pas3nuyHa cTeneH Ha nogkpena B 6uTa u Ha paboTHOTO MACTO.

Bknroysa: yMepeHa yMCTBEHA HEAOCTaTbYHOCT

TexKa yMCTBeHa U30CTaHANoOCT

F72.0

F72.1

F72.8

Texxka yMCTBEHa M30CTaHANOCT, HsMa HapyweHWe WU e Hanvue MWHUMAITHO
HapyLieHue Ha NoBeAeHNeTo

MpubnuantenHnte HMBa Ha IQ ca B rpaHuumTe Mexay 20 n 34 (Npy Bb3pacTHW nvua ToBa
OTroBapsi Ha yMCTBEHa Bb3pacT oT 3 Ao 6 roguHu). ima BepoATHOCT Aa goBeAe 40 TpanHa
Hy>X[a OT nogkpena 3a (pyHKLMOHMPaHE.

Bknroyea: TEXKa YMCTBEHA HEJOCTATbYHOCT

Texka yMcTBEHa W30CTaHanocCT, 3Ha4YUTeNIHO HapyweHue Ha NoBeAeHueTo,
M3NCKBALLO FPUXWN UMK NevyeHne

MpnbnunsntenHuTe HMBa Ha IQ ca B rpaHuumTe mexay 20 n 34 (npyu Bb3pacTHM Nuua ToBa
OTroBapsi Ha yMCTBeHa Bb3pacT oT 3 Ao 6 roauHu). ima BepoATHOCT Aa foBefe 40 TpanHa
Hyka OT noakpena 3a PyHKUMOHUPaHe.

Bknroyea: TeXKa yMCTBEHa HeJoCTaTbYyHOCT

TexKa yMCTBeHa M30CTaHanocCT, APYyro HapyleHne Ha NoBeAeHNeTo
MpubnuantenHnte HMBa Ha IQ ca B rpaHuumTe Mexay 20 n 34 (Npu Bb3pacTHM Nuua ToBa
OTroBapsi Ha yMCTBeHa Bb3pacT oT 3 Ao 6 roauHu). Mima BepodATHOCT Aa AoBefe 40 TpanHa
Hy)X[a OT nogkpena 3a pyHKUMOHMpPaHe.

Bknroyea: TEeXKa YMCTBEHA HEJOCTATbYHOCT

Obn6oka yMCTBeHA U3ocTaHanocTt

F73.0

Abnboka ymcTBeHa M30CTaHanoCT, HAMa HapylleHue WU e Hanuue MWHUMAaJHO
HapylweHue Ha NnoBegeHNeTo

IQ e noa 20 (Npu Bb3pacTHWU nuLa ToBa OTroBaps Ha YMCTBeHa Bb3pacT nof 3 roguHu).
Boan 0o Texku orpaHuMdeHusi B CMOCODHOCTTA 3a camMooOcCnyXBaHe, 3a KOHTPOS Ha
Ta3oBUTE pe3epBoapu, 3a obLlyBaHe 1 aBuraTenHa geNHoOCT.

Bknrouea: ObnboKa yMCTBEHa HEQOCTATbYHOCT




F73.1

F73.8

Obnboka ymcTBeHa W30CTaHanNoOCT, 3HAYMTENIHO HapylleHWe Ha noBeAeHueTo,
M3UCKBALLO FPUXWN UMK NievyeHne

IQ e nog 20 (npv Bb3pacTHU Nuua ToBa OTroBaps Ha YMCTBEHa Bb3pacT nog 3 roguHu).
Boan 0o Texku orpaHuMyeHus B CMOCOBHOCTTa 3a camooOcCnyXBaHe, 3a KOHTPOST Ha
Ta3oBUTE pe3epBoapu, 3a obLlyBaHe v aBuraTenHa enHocCT.

Bknroyea: AbnboKa yMCTBEHa HE4OCTaTbYHOCT

Obn6oka ymcTBeHa U30CTaHanocT, APYro HapyLleHue Ha NoBeaeHUeTo

IQ e noa 20 (npu Bb3pacCTHM nMua TOBa OTroBapsi Ha YMCTBEHa Bb3pacT noA 3 roauHu).
Boon OO0 Texkum orpaHuveHus B CNOcOOHOCTTa 3a camoobcernyxBaHe, 3a KOHTPOM Ha
Ta3oBuUTe pesepBoapwu, 3a obLlyBaHe v aBuraTenHa 4enHoCT.

Bknroyea: Abnboka ymcTBeHa HeOCTaTbYyHOCT

CneumncdmyHu pa3cTporcTBa B pa3BUTUETO Ha peyTa M e3uka

F80.3

Mpunpo6uta acdasmsa c enunencus [cnHapom Ha Landau-Kleffner]

PascTponcTBo, npu KOeTo AeTeTo, crel NMbpBOHAYanHO HOPMAanHO pas3BWUTME Ha €3UKa,
3arybBa KakTo peLenTMBHWUTE, Taka U EKCNPECUBHUTE CUM pPEYEeBU YMEHMS, HO 3anassa
obwmsa cn nHTenekT. HavyanoTto Ha pa3cTPOMCTBOTO € CbMPOBOAEHO C Napokcuamanya EEN
aKTMBHOCT M B MOBEYETO OT CclyvyauTe — M C enunenTuyHuM npunagbuv. Havanoto
0BOMKHOBEHO € Mexay Tpu- U CedeMrofuviliHa Bb3pacT, KaTo 3arybata Ha yMeHust HacTbnBa
3a HSAKONKO OHWM unun cegMuuu. Bpb3kata BbB BpeMeTo Mexay nosieata Ha npunagbumTe U
3arybata Ha e3uka e TBbpAe NMPOMEHNMBA, KaTo €AHOTO MOXe Aa npeaxoxaa ApYyroTo B
pa3CTOsiHME Ha HSIKONKO Mecela A0 ABe roanHun. Kato Bb3MOXHa NpuUyMHa 3a nosisata Ha
TOBa pa3CTPOMCTBO Ce npeanonara Bb3nanvTeneH npouec B rnaBHUs Mo3bK. Okono aBee-
TpeTU OT NauueHTUTEe ocTaBaT C NO-CUSIHO UM no-crabo m3paseH cepuoseH aeduumnT B
peuenTMBHATa peu.

F82 CneuundmyHmu pascTpomcTBa B pa3BMTUETO Ha ABUratenHata pyHKuua
Pa3cTpoincTBo, NMpyv KOETO OTNUYUTENHUAT MPU3HAK € CEPUO3HO HapylleHMe B pas3BUTUETO Ha

F83

ABuratenHaTa koopauHauusl, KOeTo He MoXe gda ce obOsiCHM camo C 00Wo YMCTBEHO
n3octaBaHe WM C HSAKAKBO cneumpuyHo BPOAEHO WM NpPUMAOOUTO HEBPOSIOTMYHO
pa3CcTponcTBO. HesaBucMMO OT TOBa, B MOBEYETO CflydaM BHUMATENTHOTO KIMHUYHO
n3crefBaHe rnokasea nogyepTaHa He3psinoCcT B pa3BUTUETO HaA HepBHATa cUCTEMa KaTo
XopendopMHU OBWXKEHUSA Ha KpanHULUTE UK orfnedanHu OBWXKEHUs U ApYrn acouumnpaHmu
apuratenHun ocobeHocTn, KakTo M 0Gene3n Ha nowa d¢uHa n obwa AaBuraTenHa
KoopavHaums.

CuHgpom Ha getcka TpoOMaBoCT

Cebp3aHo(-a) ¢ pa3BUTUETO:

* pPas3CTPOMCTBO Ha KoopauHauusaTa

e oucnpakcust

He eknroyea: abHOPMHOCTM B NoxoAkata unu nogswkHocTtTa (R26.—)
nunca Ha koopauHaums (R27.0)

* KaToO pe3ynTaTt OT ymMcTBeHa nsoctaHanoct (F70—F79)

CmeceHM cneundcuryHM pascTporMcTBa B NCUXONIOrMYHOTO pasBuTHe

OctaTtb4Ha Kateropua ot pa3CTpOVICTBa, npn KOATO € Hanuue cmecuua OoT CﬂeLl,Md)I/Il-IHI/I

pas3CTpPOMCTBA Ha peyTa 1 e3nka Un Ha YYUIULLHUTE YMeHWUs 1 ABuraTenHarta gyHKums, Ho
HWTO edHO OT Te3n pa3CcTponcTBa He npeobnagaBa AOCTATbYHO Hajg ocTaHanuTe, 3a Aa
obocHoBe OCHOBHaTa AauarHosa. Ta3n cMeceHa kaTeropus criefsa fa ce U3nosnssa, camo
Korato Mma ronsMo MpUMNOKpMBaHE MeXOy BCUYKM Te3n crneumduyHn pascTponcTsa B
pa3BuTeTo. Te3n pa3cTponcTBa Ce CBbp3BaT OBMKHOBEHO C M3BECTHa CTeneH Ha obLo
HapyLleHne Ha KOTHUTMBHUTE byHKUMK, HO TOBa He BMHaru ce Habmogasa. ETo 3awo, tasu
pybpuka crnefisa ga ce U3non3sa B ClyyaunTe, Korato ca Hanmue AUNCHYHKLUK, OTroBapsLLm
Ha OMarHOCTMYHMUTE KpuTepun 3a Ase unu noseye pybpwuku ot: F80.—, F81.— n F82.

HacnepncrBeHa atakcus

He esknro4ysa: HacneAcTBeHa U nguonatuyHa Hesponatusa (G60.—)

JeTcka uepebpanHa napanusa (G80.—)




pascTponcTBa Ha obMsaHaTa Ha BelecTteaTta (E70—E90)
Gl1.1 PaHHa Mankomo3b4Ha aTakcus
3abenexka: 3anoysa obukHoBeHO npeau 20-roauiHa Bb3pacT.
PaHHa MankoMo3b4Ha aTakcus C:
* eceHuunaneH Tpemop
* MWOKNOHMM [aTakeus Ha Hunt]
* 3anaseHn CyxXoXunHu pednekcu
Atakcus Ha Friedreich (aBTo30MHO-peLiecrBHA)
X-cBbp3aHa peuecuBHa cnnHoLepebenapHa atakcus
G11.3 Mankomo3b4Ha aTakCusAl ¢ HapylleHUe BbB Bb3cTaHoBsiBaHeTO Ha [1HK
ATakcus - TeneaHrmekTasus [cuHopom Ha Louis-Bar]
He sknroysa: cuHgpom Ha Cockayne (Q87.1)
nurMmeHTHa kcepogepmus (Q82.1)
Gl1.4 HacneactBeHa cnacTu4yHa napannerus
G11.8 Opyra HacneacTBeHa aTakcus

Opyrn nereHepaTtuBHu 60necTu Ha 6a3anHUTE raHIIun

He eknroyea: MynTUcucTeMHa gereHepaums (G90.3)

G23.0 BonecT Ha Hallervorden-Spatz
MurmeHTHa NnanupapHa gereHepauus

G23.8 Opyrv yTouHeHu gereHepaTuBHU 605necTy Ha 6a3anHuTe raHrMm
BkanusaBaHe Ha 6a3zanHuTe raHrnum

EVICTOH na

G24.1 WpononaTtuyHa dpamunHa gUCToHUs
MaononaTtuyHa guctonus 6OY
G24.2 UpounonaTtuyHa HecpamunHa oUCTOHMUA

Opyru gereHepaTMBHU GonecTy Ha HepBHaTa cMcTeMa, HeknacuduumpaHu gpyrage
G31.8 [pyrv yTouHeHu gereHepaTMBHM 6onecTn Ha HepBHaTa cucTema
[ereHepaLmsa Ha cMBOTO BeLLecTBO [6onecT Ha Alpers]
MopocTpa HekpoTMampalla eHuedanonatua [6onect Ha Leigh]

geTcxa gepe6pan|-|a napanusa

Bkrroyea: 6onecr Ha Little

He eknrouea: HacnegcTBeHa cnactuyHa napannerns (G11.4)

G80.0 Cnactu4Ha uepebpanHa napanusa
BpoaeHa cnactuyHa napanusa (uepebpanHa)

G80.1 Cnactu4Ha gunnerus

G80.2 [Oetcka xemunnerus

G80.3 [OuckuMHeTMYHa LuepebpanHa napanusa
ATteTomaHa uepebpanHa napanmsa

G80.4 ATaKTM4Ha uepebpanHa napanusa

G80.8 [Opyra getcka uepe6parnHa napanusa
CmeceHu cmHopoMun Ha LepebparnHa napanumsa

Xemunnerus

3abenexka: Ta3u pybpuka crnepBa Aa ce U3nonsBa 3a MbPBUYHO KogMpaHe caMo
ToraBa, Korato 3a xemunnerusta (nMbnHa) (HenbnHa) ce cbobwaBa 6e3 ponbn-
HUTENHO YTOYHsIBaHe UMM ce MNOTBbLbpXAaBa, Ye TA € yCTaHOBeHa OoTAaBHa, MU
CblUeCTByBa NpPOABLILKUTENIHO BpeMe, HO HeWHaTa MNpUUYMHA € HeyTOYHeHa.
Py6pukaTa ce M3nonsBa CblO NpU KOAUPaAHe MO MHOXECTBO NPUUYNHM 3a MaeHTUdU-
LupaHe Ha TMNa XeMUnnervs, NpeavM3BMKaHa OT BCsIKakBa NpUYMHa.

He eknoyea: BpopaeHa u geTcka uepebpanHa napanusa (G80.—)

G 81.1 CnactunyHa xemunnerus

I'Iapannerwﬂ n TeTpannerumsa

3abenexka: Ta3n pybpuka cnefBa Aa ce M3NonsBa 3a MbPBUYHO KogupaHe camMo
ToraBa, Korato 3a CbCTOSIHUsAATa ce CboOLlaBa 6e3 JONBL/IHUTENIHO YTOYHsSIBaHe MU




Cce NoTBbpXAaBa, 4Ye Te ca YCTaHOBEHU oTAaBHa, WU CbLUeCcTBYyBaT NPOABLITKUTENTHO
BpemMe, HO TAXHaTa NMpuyYMHa € HeyTO4YHeHa. Py6pMKaTa ce u3noni3sa CHbLO Npu
KoaupaHe no MHOXeCTBO MPUYMHUN 3a w.quTwcbuuwpaHe Ha Te3n CbCTOAHUA,
npean3BuUKaHu OT BCAKakKBa NpUYnHa.

He eknoyea: BpoAeHa v AeTcka LepebpanHa napanusa (G80.—)

G 82.1 Cnactu4yHa napannerus

KOOOBE HA OCHOBHMU MNMPOLIEAYPU MO MKB-9 KM
OCHOBHM AMATHOCTUYHM NPOLIEAYPU

OWATHOCTUYHU NPOLIEAYPU HA TPbEHAYHUA MO3bK U TPbBEHAYHOMO3bYHUA KAHAN

**03.31 CMUHAIHA NYHKUMXA
nymbanHa nyHKUMs 3a OTCTpaHsiBaHe Ha KOHTpacT
HN3knoyea:
nymbarnHa nyHKUusi 3a ekapeaHe Ha KoHmpacm (muenozpachusi) - 87.21

JNlymGanHa nyHKums

39000-00 JlymbBanHa nyHkuus
CrmHaiHa IMyYHKIUA

OWATHOCTUYHU NPOLIEOYPU HA OPEUTA U OYHA ABBIIKA
**16.21 ODTAJIMOCKOMNUA

.L'lpyru AWarHoCTU4HM O4YHU TeCToBEe, U3MepBaHUA UNN n3cnegBaHunsA

11212-00 W3cneaBaHe Ha OYHO ABHO

Bxniousa:  BEHO3HO MHXKEKTHUpaHE Ha Oarpmio
odTanMocKoIus

OUWATHOCTUYHU NPOLIEAYPU HA MYCKYI, CYXOXWUNUE, ®ACLINA N BYPCA, BKITIOYUTEJTHO HA ONAH
**83.21 BUOMNCUA HA MEKA TbKAH

H3knoyea:

6uorcus Ha epbOHa cmeHa - 34.23

buoricus Ha Koxa U MoOKoXHa mbKaH - 86.11

Buoncusa Ha Apyrn MycKyJHO-CKeneTHU TOYKMN

30075-01 bBuoncusa Ha MeKkn TbKaHu
Brarwusa: Oypca
¢bacuus
MYCKYJI
CYXOXKHUIINe

MEKOTBbKAHHO PEHTTEHOBO U3CJIEABAHE HA NIULIE, TMABA U WWINA
WU3knoyea:
aHeuoepacpus - 88.40-88.68

**87.03 KAT HATTIABA
KAT - ckeHupaHe Ha rnasa

KomnioTbpHa ToMorpacpmsa Ha MO3bK

KommrorspHa ToMorpadus Ha riaasa bY

He exniou6a: KOMITIOTBpHA TOMOTpadus:
* ripu crimpaiHa auruorpadus (57350 [1966])
NP CKaHUpaHe Ha:
* rpbpaeH kot (57001, 57007 [1957])
* u kopem (57001-01, 57007-01 [1957])
* IMIIEBA KOCT M OKoJIoHOCeH cunyc (56030-00, 56036-00 [1956])
* CpeAHO yXO0 M TeMmopaina kocT (56016-02, 56016-03, 56016-06, 56016-07 [1955])
* opbura (56013-02, 56013-03 [1954])




* nutyurapHa simka (56010-02, 56010-03 [1953])
56001-00 KomnwoTbpHa Tomorpadusa Ha MO3bK

56007-00 KomnwoTbpHa TomMorpadus Ha MO3bK C MHTPaBEHO3HA KOHTpacTHa MaTtepus
KOMHIOT’pra TOMOFpa(bPIH Ha MO3BK 663, CJiea ToBa € BECHO3CH KOHTPACT

OPYIro AUATHOCTUYHO OBPA3HO U3OBPAXEHWUE

**88.91 MAFHUTHO PE3OHAHCHO U30OBPAXEHWUE HA MO3BbK U MO3BYEH CTBOI
H3knoyea:

UHMpaonepamueHO MagHUMHO Pe3oHaHCHO usobpaxeHue — 88.96

Maz2HUMHO pe30HaHCHO u3obpaxeHue 8 peasiHo speme — 88.96

MarHuTtHO pe3oHaHceH obpa3

90901-00 AppeHo marHUTEH pe3oHaHCeH 0bpa3 Ha MO3bK
He exntouea: (QyHKIHOHAITHO MArHUTHO PE30HAHCHO M3CienBane Ha Mo3bk (90901-09 [2015])

AHATOMWUYHN U DU3INONOIT'NYHN USMEPBAHUA U MAHYANTHU U3CNEOBAHUA - HEPBHA CUCTEMA U CETUBHU OPTAHU
U3kmoyea:

u3cnedsaHe Ha yxo - 95.41-95.49

u3cnedsaHe Ha oko - 95.01-95.26

u3bpoeHume npouedypu, Koeamo ca 4acm om obwo ¢huduyecko uscredsaHe - 89.7

**89.14 ENEKTPOEHLE®ANOINPAMA

H3knoyea:

makaea ¢ nonucomHozpacgpusi - 89.17

EnekrtpoeHuedanorpadwms [EEI]

11000-00 EnektpoeHuedanorpadms

**89.15 AOPYI'M HEOMNMEPATUBHU HEBPOJIOrTMYHU ®YHKLIMOHAINHU TECTOBE
CMyXOBMW NPOBOKMPaHU NoTeHuuanu
COMaTOCEH30PHM MPOBOKMPaHK NOTEHLMANN

M3cnegBaHe Ha eBOKMpaHU OTTOBOPU Ha LieHTpaniHa HepBHa cuctema

Brriousa: TaKaBa 4Ype3 KOMITIOTPU3UPAHO YCPECAHCHU TCXHUKHN

3abenescka: EmHO M3cneABaHE — €AWH CTUMYJ B €JHA TOYKA
Bropo unu nocieaBay U3ciaeBaHus — pa3iMyeH CTUMYJI B ChIIATa TOYKA WM Ipyra
TOYKA Ha CTUMYJIPaHE

He sxntousa. TakaBa, BKJIIOUBAIIW ayuoMeTpus (Brk 0510k [1839])

11024-00 WacnepBaHe Ha eBOKMPaHW NOTEHLMann Ha ueHTpanHa HepBHa cuctema, 1 unm 2
n3crnensaHus

11027-00 WNacnepBaHe Ha eBOKMPaHW NOTEHLUManM Ha LeHTpanHa HepBHa cuctema, = 3 nacriegsaHus

**90.09 WU3CNEABAHE HA JIUKBOP
0610 n3cneaBaHe Ha NMKBOP, MPOTeNHorpaMa, MyHOrnoGynmHmu

.L'lpyru AWarHoCTu4Hun TectoBe, N3aMepBaHUA UNnN nacneaBaHnsA

92204-00 HewHBa3nBHW ANArHOCTUYHWU TECTOBE, U3MEPBAHUA UK U3cneaBaHus, Hekrnacuduumpanm
Apyraae
**90.59 WU3CNEABAHE HA KPBbB
BknouBa 3agbIMKUTENHO criegHUTe U3crneaBaHus:

BroxumuyHm (kpbBHa 3axap, ypesi, KpeaTuHuH, enektponutun, ASAT n ALAT);
XematonornyHu — MNKK;

Mo npeueHka Ha NeKyBaLmA fekap ce M3BbLPLUBAT U:
MeTabonuTeH CKpUHWHT Ha KpbB

F'eHeTnyHO uscnegsaHe, AHK aHanu3
CepyMHO HVBO Ha kapbamasenuH w/vnu Bannpoat

OwnarHocTu4HM TecToBeE, n3mMmepBaHuAa Unn n3cnegBaHusA, KpbB U KPbBOTBOPHU OpraHu

13839-00 BsemaHe Ha KpbB 3a AUarHOCTUYHM Lienu
Brrousa: 4pes apTepuaiHa IIYHKIUS




He exmiousa: mpoba ot aapenanda Bena (13839-02 [1858])
CTUMYJALHOHEH TECT C aAPEHOKOPTHKOTporneH XxopMoH (30097-00 [1858])
B3eMaHe Ha KpbB 3a npenuBane (13709-00 [1891])
xeMadepesa:
* noHopcka (13755-00 [1892])
* TepanetrgHa (13750 [1892])
HWHTpa-apTepHaTHO KaHIOJIUpaHe 38 KpbBHO-Ta30B aHamm3 (13842-00 [1858])
npoba oT cuHyc metpo3ym [BeroseH] (13839-01 [1858])
Te3u npu HoBopoaernu (13312-00 [1858])

OWATHOCTUYHA ®U3NKANTHA TEPANUA

**93.08 ENEKTPOMWUOIPA®UA
U3knmoyea:

EMI Ha oko - 95.25

makasa ¢ nonucomHozpacgpusi - 89.17
EMI" Ha ypempaneH ccpuHkmep - 89.23

HeBpoMycKyrnHa enekTpoavMarHocTuka

EMI [enexkTpomuorpadus]:

* Ha > | Myckym(n)

* N3MOJI3BAHKN KPBIrOBU MIJICHU €IEKTPOIN
W3cnenBane Ha HEBPOMYCKYITHA TIPOBOIMMOCT

11012-00 Enektpomwuorpacdpmsa (EMI)
He gxouea: MycKyinu Ha Ta30BO JIbHO U aHaneH cuukrep (11833-01 [1859])

OBLLO 1 CYBEKTMBHO U3CNEOBAHE HA OKO
**95.02 MbJIHO U3CNEABAHE HA OKO

N3amepBaHe unu nscnegBaHe Ha 3puTenHa (pyHKUuUA

96038-00 WamepBaHe Ha 3puTenHa ocTpoTa

**95.05 U3CJNIEABAHE HA 3PUTEJNTHO NOJNE

MepumeTpus

N3cnenBane Ha 3pUTENHO 0JI€
96041-00 MaHyanHa nepymeTpusi, 4BYCTPaHHO
OBEKTMBHMW ®YHKLIMOHAIIHWA TECTOBE HA OKO

WN3knoyea:
makuea c ronucomHoepagus — 89.17

**95.23 BU3YAINIHU EBOKUPAHU NOTEHUWAIU

.L'lpyru AWarHoCTU4HM O4YHU TeCToBEe, N3MepBaHUA UNN n3cnenBaHuA

92015-00 BwusyaneH eBokupaH noteHuuman [BEM]

OCHOBHU TEPANEBTUYHU NPOLIEQAYPU

*31.1 BPEMEHHA TPAXEOCTOMMA
TpaxeocToMus 3a nognomaraHe Ha AuLaHeTo

Tpaxeoctomus

41881-00 OTBOpEHa TPaxeoCTOMUA, BpEMEHHA
Tpaxeocromusa b1Y
Brnousa: OTIEJISIHE HA TUPOUIEH UCTMYC
OTACISIHE Ha NOAC3UYHU MYCKYJIN

OPYIrA MEXAHUYHA BEHTUNALUA
BknioyBa: eHgoTpaxeanHo pecnupaTtopHo acucTupaHe
VWHTepMUTMpaLLa MaHgaTopHa BeHTunaums (IMV)




NO3NTUBHO KparHO ekcrnmpaTtopHo HansraHe (PEEP)

BEHTUNauus ¢ nognomMarailo HansraHe (PSV)

TakuBa npes TpaxeocToMa

OTBUKBaHE Ha UHTYBUpaH (EHAOTpaxeanHo) NauveHT

TakaBa Npy TpPaxeocToMus

U3knoyea:

cbuiomo ¢ macka - 93.90-93.99

CbWOomo ¢ Ha3asHa KaHrona - 93.90-93.99

CbWOMO ¢ HasaneH 8b30yx0800 - 93.90-93.99

8eHmunayusi ¢ npodb/mKUMesIHo ompuyamesHo HanseaHe (CNP) (xeneseH 651 0pob) (kopac) - 93.99
MPOdBIIKUMENIHO MNO3UMUBHO HarnsizaHe 8 duxamenHume nbmuwa (CPAP) - 93.90
duwaHe ¢ UHmepmumupawo no3umusHo HansizaHe (IPPB) - 93.91

*96.71 MPOABIDKUTENHA MEXAHUYHA BEHTUNALIUA NOA 96 MOCNEAOBATENHU YACA
*96.72 MPOABINKUTENHA MEXAHUYHA BEHTUNALIUA 3A 96 UITU NOBEYE NOCNEOOBATEJIHU YACA

BeHTUnatopHo nognomaraHe

Bi-HHBO ¢ O3UTHBHO BB3ayIIHO Hansrane [BiPAP] [BeHTHIAUS ¢ OCBOOOXKIABAIIO HAISTAHE |
[KOHTpOII Ha HaNsIraHEe Ha BEHTUJIALMTA] C €HI0TpaxeanHa TpbhOa Uik TPaxeoCTOMUS
[TpoabIKUTETHO MO3UTHBHO HasTane mpu ooauimBaHe [CPAP] ¢ engoTpaxeanna Tproa —
TPaxeoCTOMUS

[IpomennuBa 3aabmkuTenta BeHTuaanys [[IMV]

VHBa3uBHA BEHTHIIAIIHS

MexaHNYHA BEHTHIIAITHS

Harsirase ¢ MO3UTHBEH SKCIUPATOPEH Kpait

BenTunanus ¢ noanomarariio Hajsirane [PSV]

CHHXpOHHA TPOMEHIINBA 3a{bDKUTEIHA BeHTUIanus [SIMV]

Braousa: SHJ0TpaxeaHa:
* HHTYOaHs
* aCHCTHPAHO JMIIaHE
MEeXaHWYHA BEHTUIIALUA C:
* enpoTpaxeanHa Tproa (ETT)
* Ha3aJlHa
* OpajiHa
* TPaXeOCTOMUS
OTy4BaHE Ha MHTYOMpaH (€HIOoTpaxeaaHa TpbOa, TPAXeOCTOMHUS) MAIIUEHT C HAKAKBB
METOJ

Kooupaii cvwo xocamo e nanpasena:
* TPAXEOCTOMHSI:

* nepkyranHa (41880-00 [536])

* mocrostuHa (41881-01 [536])

* BpemenHa (41881-00 [536])

He exmiousa: TpOABIDKATENIHA BEHTUIAIMS ¢ HeraTuBHO Hansrane [CNPV] (92041-00 [568])
JIIaHe ¢ IPOMEHIINBO MO3UTHBHO HansraHe [IPPB] (Bux 610k [570])
BEHTIJIAINS C TIPOMEHIINBO MO3UTHBHO Hansrane [IPPV] (Bmx 6ok [570])
HEWHBA3WBHO TOJITOMarane Ha auirane (Bux 6110k [570])

13882-01 [puxa n nogabpkaHe Ha NPOABbIPKMTENHO NognomMaraHe Ha guwaHeTo > 24 1 < 96 vaca
13882-02 [pwxa n nogabpxaHe Ha NPOABbIPKUTENHO nognomMaraHe Ha guwaHeTo = 96 Yaca

WHXEKLUWA WU UHOY3NA HA OPYIO IEYEBHO UINU NMPO®UITAKTUYHO BELWLWECTBO
BknioyBa:

NOAKOXHA MHXEKUNSA NN MHAY3NSA C MECTHO Ui o6LLo AeiicTBMe

MHTPaMYCKYIHA UHXEKLMS UNi UHAY3US C MECTHO unu obLLo Aenctemne

MHTPaBEHO3HA MHXEKLMSA NN MHAY3NS C MECTHO Unu o6LLo AenicTBue

*99.23 UHXEKUUA HA CTEPOUA
VHXEKLMSA Ha KOPTU3OH

MpunoxeHue Ha chapmakoTepanus

HpMnaraHe Ha (I)apMaKOJ'IOFI/I‘IHI/I ar¢HTu CbC CUCTEMCH Cq)CKT

He sxniousa: mpuiarase Ha:
* KPBB U KPBBHH NPOAYKTH (Brk 0110k [1893])
* (papMaKoJIOTHYCH areHT 3a:
* anecte3us (Bux OyokoBe [1333], [1909] u [1910])
» uMmyHm3anus (B OokoBe [1881] mo [1884])
* nokasieH edekt (Brx Munekc: MkekTupane, 10 JOKaIU3aIKs U HHXEKTHPAHe,




10 BUJIOBE, IO JIOKAJIHU3aI¥s)
* TIOBEJICHUE MPH EKTOMMYHA OpeMeHHOCT (BHK 0JIoK [1256])
* oBeeHue mpu 6onka (Brk 6mokoBe [31] mo [37] u [60] mo [66] u [1552])
* mepdy3us (Bmx 010Kk [1886])
* BakcuHaIus (Brok O0soxoBe [1881] mo [1883])
XHPYPTAYECKO MpIIaraHe Ha XHMHUOTEPANICBTHIHA areHTH (BIDK O6110k[741])

3abenexcka: TlocaenBamusaT CIUCHK C MPUIOKEHUS € Ch3/IaJICH 3a ymoTpeda ¢ KOJAOBETE OT OJIOK
[1920] [Mpunarane Ha GapMakoTepanus

96199-03  /HTpaBeHO3HO NpUoXeHUe Ha hapMaKkoforM4yeH areHT, ctepona
[Tpunarane Ha papMaKoJOTHICH areHT Upe3:
* nH()Y3HOHEH TTOPT
¢ Port-A-Cath
* pezepBoap (MOJIKOKEH)
* YCTPOMCTBO 3a CHAOB JIOCTBII
* BCHO3CH KaTCThp

Kooupaii cvwo kocamo e nanpasena:
* MOCTaBSHE, U3BAXKIAHE WM PCBHU3HS HA YCTPOUCTBO 3a CHJIOB JOCTHII (BHXK OJIOK [766])
* 3apeXxJaHe Ha YCTPOUCTBO 3a JOCTaBsiHe Ha MeaukameHTH (96209 [1920])

He sxniousa: XUpPYpTrrUuiHa KaTeTepusanusd € MpujiaraHe Ha XUMHOTCPAINICBTUYCH arCHT (BI/I)K 0JI0K
[741])

96197-03  MycCKynHO NpunoXxeHne Ha hbapMakonorm4yeH areHT, ctepouns

*99.29 UHXEKUMA UNN UHOY3NUA HA OPYTO JIEYEBHO UITU NPO®UITAKTUYHO BELLECTBO

96199-09 VHTpaBeHO3HO MpUNoXeHne Ha apMakonorMyeH areHT, Apyr U HecneumdunyeH
dapmakonormyeH areHT
[Tpunarane Ha apMaKkoJIOTHUYECH areHT Ypes:
* nH(Y3UOHEH MOPT
* Port-A-Cath
* pe3epBoap (ITOIKOKEH)
* YCTPOHCTBO 32 CHAOB JOCTHII
* BEHO3CH KaTeThP
Kooupaii cvuwo xocamo e nanpasena:
* MOCTaBSHE, N3BAXKIAHE WJIM PEBHU3HSI HA YCTPOWCTBO 32 CHIIOB JOCTHII (BIK OJI0K [766])
* 3apeKIaHe Ha YCTPOHCTBO 3a IOCTaBsHE HAa MenukameHTH (96209 [1920])
He exntousa. XupypradyHa KaTeTepu3alus ¢ mpuiaraHe Ha XUMHOTEPANeBTHYEH areHT (BIK OJIOK

[741])

96197-09  MycCKynHO NpunoxeHne Ha papMakonorMyeH areHT, opyr u HecneuundguyeH
drapmakonornyeH areHT

96200-09 TllogkoXHO NpUNoXeHue Ha hapMakororMyeH areHT, Apyr u HecneundguyeH
bapMaKkornorMyeH areHT
Kooupaii cvwo kocamo e nanpagena:
* 3apeKIaHe Ha YCTPOMCTBO 3a JIocTaBsHEe HAa MenukamMenTH (96209 [1920])

U3uckBaHe: KnvHnyHata nbTeka ce cuMTa 3a 3aBbpLUEHa, ako Ca MPUMOXEHU U OTYETEHU
OBe OCHOBHW OMAarHOCTMYHU U egHa OCHOBHA TepaneBTU4YHa npoueaypa, nocoyeHun B 6riok Kogose
Ha ocHoBHMU npoueaypu no MKB-9 KM.

Mpn pguarHosm c¢ kogose E75.2, E75.4, G11.1, G11.3, kaTo 3agbfukutenHa TpeTa
OuarHocTuyHa npouenypa ce npunaraT HAKou oT cnegHuTe: **16.21, 11212-00, **95.02, 96038-00,
**95.05, 96041-00. B Te3un cnyyau KnuHMYHaTa nbTeka ce oTymTa C TPU OCHOBHWU AMArHOCTUYHU U
ABE OCHOBHM TepaneBTUYHM NpoLeaypu.

3abenexka: 3a BCMYKM KNMMHUYHU NBbTEKNU, B YANTO anropmMTbM ca BKITHOYEHM OOpa3Hu
nscneaBaHus (peHtreHorpacdpun, KT/MPT u gp.), Aa ce uma npeasua CnegHoTo:

Bcuukn meauko-gMarHoCTUYHM uscneaBaHus ce 06eKTMBM3MpaT CaMO C OPUTMHaIHU
OOKYMEHTU, KOUTO 3aAbJDKUTEeNHO ce npukpenBat KbM U3. PeHTreHoBuTe cbmvnmn mnu gpyr
HocuTen npu obpasHu n3cneaBaHusa ce npukpensaTt kbm 3.



Pesyntatute OT PEHTreHONornMyHUTEe M3cnenBaHUs ce WHTepnpeTupaTt OT cneunanucT no
obpasHa gnarHocTuka, CbrnacHo MeguumHckm ctadgapt ,,ObpasHa guarHoctmka”.

[OKyMEHTBLT C pesynTaTuTe OT NpoBeAeHN 06pa3Hy M3crneaBaHUsa CbabpKa 3a4bIPKUTENHO:

- TPUTE UMEHa M Bb3pacTTa Ha NaLMeHTa;

- AaTaTa Ha u3cnenBaHeTo;

- BUa Ha uU3cneaBaHeTo;

- NONy4YeHuTe pesynTaTtu OT U3crneaBaHeTo N HEroBOTO ThIIKYBaHE;

- NOANMC Ha NeKaps, U3BbPLUMI U3CNeaBaHeTO.

dnwbT ce npukpenea kbm N3,

B cnyyauTte, koraTo pesynratuTte oT NpoBeAeHn 06pas3Hn n3cnegBaH1sa He MmoraTt Aa octaHaT
B 6onHMYHOTO NnevebHo 3aBepeHune, B U3 Ha nauueHTa cnefBa ga ce onuile TOYHO pesynTtaTa oT

npoBedeHOTo 0OpasHO u3crenBaHe, a CaMUTE CHUMKW OT HEro ce MpedocTaBAT Ha MaumeHTa
cpeLuy nognuc B UN3.



. YCNIOBUA 3A CKIIOYBAHE HA [OOroBoP U 3A M3NbJIAHEHWUE HA KINWAHUYHATA
NbTEKA

KnuHnyHaTa nbTeka BkAOYBA AEWNHOCTM U yCNyrM oT ob6xBaTa Ha MeAuuUMHCKaTa crneumnanHocT
,HepBHM OonecTtn®, ocblliecTBABaHa Hal-Manko Ha BTOPO HMBO Ha KOMMETEHTHOCT, CbrMacHo
MeOMUUHCKK cTaHaapT ,HepBHU Gonectn®, oT obxBaTta Ha MeduLMHCKaTa cneuuanHocT ,JeTtcka
HeBposnorus®, ocCbLIEeCTBSABaHA HaW-Manko Ha BTOPO HMBO Ha KOMMETEHTHOCT, CbIfacHo
MeauLUMHCKK cTaHaapT ,HepsHu 6onectn” (3a geua oo 18 roanHn).

1. SAOBIDKUTENHU 3BEHA, MEOULUMHCKA ANAPATYPA U OBOPYOBAHE, HAITUMHU U
OYHKUMNOHUPALLUMN HA TEPUTOPUATA HA NEYEBHOTO 3ABEOEHUE, U3MBJIIHATEN HA
BOJIHUWYHA NOMoOLY

JleuebHOTO 3aBegeHue 3a GOMHMYHA MOMOLL, MOXE ga OCUrypu 4pes3 AOroBOp, BMEHEHUTE KaTo
3a0bIDKMTENHN 3BEHA, MeanuMHCKa anapaTtypa un obopyaBaHe, n ¢ Apyro neyebHo 3aBeaeHve 3a

M3BbHOOMNHNYHA MM OOMHMYHA NOMOLL, pa3norioXXeHo Ha TepuTopudaTta My M mmaulo Oorosop C
H3OK.

3agbmKuTenHo 3BeHo/MegMLUMHCKa anapaTypa
1. KnuHuka/otgeneHve no HeBponorms
nnwn geTcka HeBponorns
2. KnnHnyHa nabopatopws ot Il unu Il HuBo 1 Bb3moxHoCT 3a KIF'A
3. EEl — kabuHeT (anapart)
4. EMI” — kabuHeT (anapar), BKMNIOYUTENHO 3a n3cnegBaHe Ha Npeav3ByMKaHy NoTeHumnanum

*3abenexka: B cnydaunte, korato J1I3BlN He pasnonara cbCc co6CTBEHA KNMHUYHA nabopaTopus, TO
crnegBa Aa OCUIypu OCbLLECTBABAHETO Ha AEVHOCT MO KNMHMYHA nabopaTopusi OT CbOTBETHOTO
HMBO, MO [OroBOP CbC CaMOCTOSITENHA MeAMKO-OMarHOCTUYHa nabopaTtopust UMM C KIMHUYHA
nabopaTopus — CTPyKTypa Ha apyro rnie4ebHo 3aBeaeHne. B Te3n cnyyamn nabopatopusaTta, ¢ KOATO
€ CKMYeH JoroBopbT, criefBa Aa 0bae pa3nonoxeHa B eaHa v cblla crpaga ¢ 6onHuiuarta unv B
pamkuTe Ha 6onHuuaTta. C goroBopa 3aabimkuMTenHo ce obesnevyaBa 24-4acoBO OCbLUECTBSIBAHE
Ha OeNHOCTUTE NO KNMHUYHa NabopaTopus 3a HyXKOMUTe Ha CTPYKTypaTa no HepBHM BonecTu.

2. 3AO0BNIXKUTENHW 3BEHA, MEOMUMHCKA AMNAPATYPA WU OBOPYOBAHE,
HEOBXOOUWMU 3A U3NBINHEHUE HA AINMTOPUTBMA HA NBbTEKATA, HEHATUYMHU HA
TEPUTOPUATA HA NEYMEBHOTO 3ABEOEHUE, U3BNBINHUTEN HA BONMHUYHA NOMOLL
JleyebHOTO 3aBepeHWe 3a GOMHMYHA MOMOLL MOXE [a OCUrypu OEMHOCTTa Ha CbOTBETHOTO
3a0bIKMTENHO 3BEHO Ype3 A0roBop ¢ Apyro neyvyebHo 3aBefeHne Ha TEpUTOPUSITA HA HAceneHoTo
MSICTO, KOETO OTrOBaps Ha U3MCKBaHUSATA 3a anapaTypa, obopyaBaHe u cneumanvctu 3a 1asm K u
mma gorosop ¢ H3OK.

3agbnxkuTenHo 3BeHo/MegULMHCKa anapaTtypa
1. O6pa3sHa gnarHocTvMka — PeHTreHOB anapaT 3a cKonuvs u rpacus
2. ObpasHa guarHoctuka — KT unn MPT
3. JlabopaTtopus (oTAeneHme) no KNMHMYHa naTonorns
4. MukpobunonormyHa naboparopus, Ha TepuTopusaTa Ha obnacrra

3. HEOBXOAUMU CMNEUMNAIIUCTU 3A USNMBJTHEHUE HA KITMHUYHATA NMbTEKA.

- lIekKap — AgBamMa nekapu CbC cneumanHoCT no HeBpoJiornda 3a KNMHUKa/oTaeneHne no
HeBponormna

nnn gBama C npm,u,o6|/|Ta cneunanHoCT AeTCKa HeBposrorna 3a KNMHMKa/oTaeneHne no
OeTCKa HeBpoormsa

nnn nekap - cneunanmct no AeTCKu bonectn, cneunann3unpan B obnactra Ha getckarta
HeBponorua, pa60TeL|_|, B AeTCKa HEBPOJIOrM4Ha KNUHKUKA/ OTOENEHNE;

- nekap - cneunanucT no usnkanHa u pexabunuraunoHHa MeauumnHa;
- Mncuxornor.



4. AOOMBNHUTENHUA WU3UCKBAHUA 3A WU3NBJIIHEHUWE HA AJNIOPUTBMA HA
KIMMHUYHATA NbTEKA:

4.1. KabuHeT/oTAeneHne no u3MKanHa M pexabunuTauMoHHa MeAuLMHA — Ha
TepuTopusiTa Ha ne4ebHOTO 3aBeeHNe, U3NbAHUTEN Ha GOMHNUYHA NOMOLL,.

4.2. KabuHeTt no ocdpranmonorusa — gonycka ce gorosop ¢ gpyro J13 3a ocurypsisaHe Ha
JenHocTTa.

4.3. KabuHeT 3a NCMXOMETPUYHO U HEBPOMNCUXOSIONTMYHO U3CcrieABaHe - Ha TepuTopuaTa
Ha NneyeBHOTO 3aBedeHne, U3NbNHUTEN Ha 6ONTHMYHA NOMOLL,

4.4. 3a EEI — HeBponor/aeTcku HEBPOSOr U neguaTbp crneunanuanpaH B obnactra Ha
JeTtckata  HeBponorns, C  OOMbIfIHUTENHa  KBanuduKaums 32  U3BbpLUBaAHE  Ha
ernekTpoeHuedanorpadus, yaocTtoBepeHa ype3 cepTudukaT (CbrrnacHo MeauUMHCKU cTaHaapT
“HepsHu 6onectn”).

4.5. 3a EMI' — HeBponor/getckn HeBposior unuM neguaTbp cneumanuanpaH B obrnactra Ha
AeTcKkata HeBpomnorusl, ¢ AONbAHUTENHA KBanudukaums 3a U3BbpLUBaHE Ha enekTpomuorpadms,
yOoCTOBEpEHa Ypes cepTudmnkar (CbrinacHo MeanUnHCKK ctaHgapT “HepHu 6onectun’).

. UHOUKALIUK 3A XOCMNMUTAJTU3ALINA U NEYEHUE
1. AHOUKALIUN 3A XOCMUTAITU3ALIUA:

e ChnewHn CbCTOoAHUA, CBbp3aHM C OCHOBHOTO 3abonsBeaHe, HenoBnudaBalin ce oT
JiedyeHune B aM6ynaTopHv| yCnoBuA,

e TEXKM Cfydau C TeXbK KBagpunapeTudeH W nceBgobynbapeH CcuHOPOM C
HeoOX0AMMOCT OT NapeHTepPanHo XpaHeHE;

rl'prOHa‘-IaJ'IHO ANarHoCTU4YHO YyTO4YHABAHE U Nne4eHne Ha naumeHTn CbCl

e NEBKOOUCTPOUYHMA WM OOMeHeH eHuedanonaTeH CUMHAPOM C Mporpecupaly
HEeBPOJIOrMYeH aepuuuT;

e OCTPO HaCTbMBALLO (32 MbPBU MbT) UNN PELIMANBUPALLO CbCTOSIHWME Ha KONMYECTBEHU
HapyLLeHMs1 Ha Cb3HaHMEeTO, NoBpbLUaHe, aTakCus UMM PUTBbMHU Pa3CTPOWCTBa Ha
AVLLIaHETO;

e UepebenapeH cUHOPOM, 3a4HOCTBLIIOLIOBA aTakcus;
e eKcTpanvpaMmuaeH CUHAPOM;

e [0f1Ha cnacTMYHa napanapesa;

® WHTenekTyaneH gepuunt (yMCTBEHA U30CTaHamNocCT);
e KIMMHWYHWM aaHHW 3a OLIT.

e [lnaHuMpaHo rnedvyeHne CbIMacHoO onpegeneHvs TepaneBTUYEH MnaH  crep
MbpBOHAYaNHO [AWarHOCTUYHO YTOYHABAHE Ha MauMeHTM C HacneacTBEeHUW W
AereHepaTnBHM 3abonsBaHUA Ha HepBHaTa cUCTeMa C Havano B [eTcka Bb3pacT,
3acdrawm LIHC.

OenHoctute n ycnyrute no tasm Kl ce ocbliecTBaBaT He3abaBHO unu ce nnaHupaTt 3a
N3MbIIHEHNE B 3aBUCMMOCT OT pa3BUTUETO, TEXECTTa K OCTpoTaTa Ha CbOTBETHOTO 3abonsBaHe u
onpefeneHs AnarHocTnyHo-nevyebeH nnaH.

2. AWATHOCTUYHO - IEYEBEH AJIITTOPUTBM.

AWArHOCTUYHO - JIEMEBHUAT AJIITOPUTBM B NMOCOYEHUTE BAPUALUUN U
Bb3MOXHOCTU E 3AOBINKUTENEH 3A U3NBJIHEHUE W OMPEOENA NMAKETA OT
BOJIHNYHN 30PABHU [OEWHOCTWU, KOUTO CE 3AMNALLAT MO TA3U KIUHUYHA
NMbTEKA.

MNpviem 1 n3roTBaHe Ha AnarHOCTUYHO-NeyYebeH nnax.



NeyeHneTo 3anoyBa cnepn yTouHsiBaHe Ha guarHosaTta Ha 6asaTta Ha KIMHUYHUTE CUMMTOMM
N NpoBeaeHnTe Heo6XoaUMN N3cneaBaHus.

ANATHO3A:

3a gumarHoctuumpaHe Ha “‘neskoguctpodmsa’ KT n MPT Ha rmaBeH MO3bK, JIMKBOPHO
nacnegeaHe (obwo n enektpodopesa, Ilg), 3EM, CEl, meTabonuTeH CKPUHUHI, ObIArOBEPWKHU
MacTHW KucenuHu (3a agpeHoBekoauctpodusd), N-dietyl-aspartat (3a Canavan), cepymHa
apuncyndarasa A (3a meTaxpoMaTuiHa neeskoancTpodus), ranaktouepedposung B-ranakroangasa
(3a neBkoguctpodpusa Tun Kpabe), reHetnyHn wu3cnegeaHud, EEIN, mo3byHa OGuoncus
XMCTONATONMOMMYHO n3credBaHe, nNcuxonornyHo uacnegeane, EMI/EHI. OO ¢ gpyrm npouecu B
paHHOTO [OeTCTBO C nogobHa cuMnTOMaTtuka KaTo nepcucTvpawmn HeBpouHdekuun (SSPE;
nogoctbp HIV eHuedannut); MHOXeCTBEHA ckneposa - Tun Balo n tun Schilder; mo3byeH Tymop;
onuropeHuns; OEeTckn ncuxmdHu 3abonaBaHna (MHdaHTuneH aytudbm; cuHopoMm Ha Heller;
LWn3oppeHeH CUHOPOM B AETCTBOTO), cTaumoHnpaHu npouecu (OLUIM, XxpoMo30MHM aHOManum).

3a guarHoctuuupaHe Ha nonuoguctpocdua - MPT n KT Ha rnaBeH MO3bK, MO3b4Ha
ovoncuss ¢ XMUCTONMOMMYHO U XUCTOXMMWYHO u3cnenBaHe, KoxHa 6wuoncusa, EEI, 3EM, CEN,
mMeTabonuTHM nacneasanusa. O ¢ opyrn npouecu B paHHOTO AETCTBO € nofobHa cMMmnToMaTuka
KaTo neBkoaUcTpodun, obmMeHHW eHuedanonaTtum, nepcucTupawm HeBpouHdekuun (SSPE;
nogoctbp HIV eHuedanuTt); MHOXeCTBEHa ckneposa - Tun Balo n tun Schilder; Mo3b4eH Tymop;
onurodpeHns; OeTCkM NCuxmdHn 3abonaBaHus (MHdaHTuUneH aytusbMm; cuHgpom Ha Heller,;
LWn3oppeHeH CUHOPOM B A4eTCTBOTO), cTaumoHmupanu npouecu (OLIM, XpoMO30MHM aHOManum).

3a anarHocTuumMpaHe Ha o6MeHHM eHuedanonaTum - 24-yacoea ypuHa 3a MetTabonuteH
CKPVHWHT - ranakro3a, OpoToBa K-Ha (xunepamoHemus); mea (6onect Ha Wilson), cnanoBa K-Ha;
6enesn Ha peHanHa TybynapHa ancdyHkums (Lowe, Hartnup); ammHokMcenuHu (amuHoauugypum),
BKIN. TeCT 3a EHUNKETOHYPUS, OpraHnu4yHM KUCENWHW, cyndatnagn, Mykononmsaxapuau,
onurosaxapuaun, XOMOLIMCTEUH, KPBbE: 00N BUOXUMUYHN n3cneaBaHnst 1 MeTabonuTeH CKPUHUHED
3a [Ml0Ko3a, KeToTena, ypes, aMoHsK (xunepamoHemun), AKP, nupysaTt, nakraT, enekTponutu,
4YepHOAPOOHN  (PYyHKUMM  (eH3UMK, XOnecTepon, Tpurnuuepvau), Men, uepynonnasmuH;
exoepaghusi Ha cbpue, YepeH Opob, 6bL6peuu. OO c neBkoguctpodum, nonuoancTpodcdum,
NoAOCTPU N NepcucTMpaLLm eHuedanuTu.

3a pumarHocTMuupaHe Ha uepebenapHu pgereHepaTUBHM 3abonsiBaHMA (cnuHoue-
pebenapHu, uepebenapHu un uepebpouepebenapHu artakcum): KT u MPT Ha rnaBeH u
robbHadYeH MO3bK, FMKBOPHO wu3cnegsaHe (06wo u enektpodopesa, Ig), muenorpadus;
BUPYCONOMMYHK, CEpPOornornMyHn macneasanus 3a nyec, HIV; EEl;, EMIT; eBokupaHu noTteHuumanu
(ctBOonosun cnyxosu EI, 3putenHun EI, comaToCEH30pHW); OTOHEBPOSIONMYHO WU3CreaBaHe,
exorpacdusi Ha BBbTPELUHM OpraHu, BKM. exokapauorpadus, ouoncus oT nepudepeH Hepe U
MYCKYM; HEBPOBEreTONOrM4yHO N3crneaBaHe; UMyHOMNOMMYHO M3crneaBaHe; reHeTUYHO U3cneaBaHe.
00 c OLUMN-mankomosb4yHa popma, neskognctpodumn.

3a gnarHocTuumpaHe Ha eKcTpanupamMyaHu AereHepaTuBHU 3abonsiBaHUsA ¢ Havyano B
geTtckaTta Bb3pacT- KT u MPT Ha rmaBeH MO3bk, nscrneasaHe Ha Cu B CepyM U ypuHa U TeCT C
KynpeHun, uepynonnasmuH, wu3crnegBaHe Ha o0w, u  noHmsmpaH Ca*+ (3a OO c
xunonapartupeonausom), nukesop (3a O] ¢ nogoctbp eHuedanuT), KPbBHU U BUOXUMUYHN U3-
cnegBaHus, koarynauuvoHeH npocdoun (3a OO ¢ npotenH C-, S geduumt, XOMOUUCTEUHYPUS),
n3cnenBaHnst 3a CUCTEMEH BacCKynuT (aHTUNYNycHU aHTuTena, LE kneTkw, aHTMKapAnonMnuHoOBM
aHtuTena (04 c anTudocdonmnuoeH cMHapom).

3a puarHoctuuupaHe Ha ¢amunHa cnactuyHa napannerusa: MPT Ha rnaBeH u
rpbbHavyeH Mo3bk, KT Ha rnaBeH u rpbbOHa4YeH MO3bK, JNIMKBOPHO M3CrnenBaHe, FEeHETUYHO U
MOSEKYNAPHO-TEHETUYHO M3cnenBaHe, metabonu3abm Ha But. B12; OO c OUIMN, rpbbHayHo-
MO3b4eH obemeH npouec, B12 gedunumnt, neekoguctpodus

3a guarHoctuuympane Ha AUIM - KT Ha rmaBeH Mo3bk, MPT (kopTukanHu gucnnasun), EET,
NCUXONOrMYHO N3cneaBaHe.



3a gnarHocTuuMpaHe Ha “ymMcTBeHa U30CTaHaNocT” — MCUXONIOrMYHO U3cneaBaHe 3a
YTOUYHsIBaHe Ha cTerneHTa Ha yMcTBeHaTa usocraHanoct, KT Ha rmaBeH mo3bk, MPT Ha rnaBeH
MO3bK, METabONUTEH CKPUHWUHF, FreHEeTUYHWU uacrnenBaHus (umtoreHetndHn n/vwnn OHK ananus),
CeponoruyHu mscredBaHuMs 3a [okasBaHe Ha BpoAdeHW WHekumn (LMTOMeranoBupycu,
TOoKkconmasmo3a, xepnec un gap.), EErI.

NEYEHMUE:

Mpwn neeskoguctpodum, nonuoauctpodcum, OOMEeHHM eHuedanonaTuun,
cnuHouepebenapHu pgereHepauuu, pAereHepaumum B 0asanHuTe sppa  JfeyeHneTo e
CMMMNTOMAaTU4HO M BKIKOYBA:

HooTponHu cpeactBa.

AHTMEeNnMNenTUYHM MeguKamMeHTu (Npm HeobXxoauMOCT).

MeagukameHTH 3a NOBNMABaHE HA MYCKYJTHUA TOHYC (Npy HEOOX0aUMOCT).

Mpun BBb36YyAa (Npyn HeobxooMMOCT):

e [lpn ekctpanupammgeH cuHgpom - DOPA aronHunctm n DOPA - cbabpxawm
MeaMKaMEHTMW.

Butamunum ot rpyna B, C.

OunxatenHa peaHMmauua - npu HeobxogumocT (Npyn gucmeTabonuTHM eHuedanonaTum,
enunenTuyeH cTaTtyc).

BopgHo-coneBa peaHnmauma (npy Heob6xoaMMocT).

Kopekuuss Ha HapyweHusTa Ha ankasHO-KACENIMHHOTO paBHoBecue (Npu
Heo6xoanMocT).

Mpu xMnepamoHeMus: nevyeHne B MHTEH3MBHO OTAENEeHWe Npu HeOBXOAMMOCT 3a fneyeHune
Ha xurnepamoHeMu4YyHama Koma:.

- Xemoguanuaa unu neputoHearnHa guanuaa.

OBuratenHa pexabunurauma v dnsnortepanus.

34paBHU FPUKMN.

NPU NEYEHUE NO KIMMHUYHATA NBbTEKA, NEYEBHOTO 3ABEAEHUE E ANNBXHO
OA OCUT'YPABA CIMNA3BAHETO MNMPABATA HA NMAUUEHTA, YCTAHOBEHU B 3AKOHA 3A
3OPABETO.

NMPABATA HA NALMEHTA CE YMNPAXHABAT NPU CMNA3BAHE HA NMPABUITHUKA 3A
YCTPOUCTBOTO, AEMHOCTTA U BbTPELLIHUA PEQ HA NEYEBHOTO 3ABEEHMUE.

3. NOCTABAHE HA OKOHYATEJTHA ANATHO3A.

OxkoHuyaTenHata gnarHosa ce noctaBs Ha 6a3ata Ha aHaMHECTUYHUTE AaHHU, COMATUYHUS U
HEBPOSOTUYHNA CTaTyC, NPOBEAEHUTE NapakUHUYHW Kn3cnedBaHns W KIUHUYHUA XO4 Ha
3abonsiBaHeTo. [unarHosaTta “neekoducmpogbusi” ce noctaBa Ha 6asaTta Ha nporpecupary
KBagpunapeTnyeH, LuepebdenapeH, 4EMEHTEH ENUNENTUYEH CMHAPOM, ambnunonud, amasposa, MPT
OaHHW 332 AeMUenHM3aums, JaHHUTe OT MeTaboNMUTHUS CKPUHWUHE U €H3UMHUTE U3CreaBaHus, B
HAKoM cnyyvanm n EMIT gaHHM 3a cermMeHTHa gemMuenuHmsaumsd, Kakto n oT buoncuaTa OT MO3bK,
nepucpepeH HepB. [uarHosata “memabonumHa eHuyegpasionamusi”’ ce NocTaBa npwu
rnocmereHHo rpoegpecupaly KesagpunapeTtudeH, uepebenapeH, AeMEHTeH W  enunenTuyeH
CUHOPOM, 3PUTESNHN HapyLlEHWs, B HSKOM Cllydanm CbyeTaH C xenaTo-CrnsieHoMeranusl, KOCTHWU



aHomanuu; peyudusupawiu nPUCMBbIIHU CbCMOSHUS C KONMMYECTBEHN HAapPYLUEHUS Ha Cb3HAHMETO,
aTakcus, OoKasBaHe Ha cneuuduyeH eHsnuMeH n metabonuteH AedekT ype3 MeTabonuTeH
CKPUHWHI,  MONneKynapHo-buonormyHn wmscnegsanusa. [lMpyn MPT ce pokasBa HapylweHa
MUENMHU3aLns. IOwvarHosaTta “uepebenapHu AereHepaTuBHMU 3abonsaBaHuA
(cnuHouepebenapHu, uepebenapHu u uUepebGpouepebenapHu atakcum)”’ ce noctaBa Ha
GasaTa Ha aHAMHECTUYHUTE [aHHW, COMAaTUYHWUSE WU HEBPOSIOTMYEH CTaTyc, NpPOBEAEHUTE
nabopaTopHu n3cneaBaHns, HaNMYMETO Ha HACNeaCTBEHOCT M KMMHUYHMSA Xo4 Ha 3abonsBaHeTo.
OwarHozata  “QUIT”. npwn  Henporpecupal, HeBponorndeH gedovumt  (MMpamMugHu,
eKkcTpanvpamugHu, uepebenapHu yepexaaHus), KT ¢ KUCTUYHKU, aTpodnyHM Ne3uun, areHesnm, npm
MPT - kopoBu aucnnasuvu, XeTepoTonuu, HapyweHo rupoobpasyBaHe u T.H. [marHosarta
‘yMCTBEHa M3ocTaHanocTt” ce NocTaBs Ccrnea MU3KNYBaHe Ha Apyra npuynHa (amcmeTtabonutHa)
3a CMHAPOM NpU APYro OCHOBHO 3abonsaBaHe.

4. DEXOCIMNMUTAITU3ALUNA U ONPEAENAHE HA CNEABOJIHUYEH PEXUM.

OnarHoctnyHn, ned4ebHn w1 pexabunuTaumMoHHM  OEWHOCTM W yCcrnyru  npu
aexocnutanusauusTa:

KoHTpon Ha 34paBHOTO CbCTOSIHME Ha NauveHTa U MeAULMHCKO 3aKrioYeHue 3a nurca Ha
MEANLIMHCKM PUCK OT NPUKMNoYBaHe Ha OONMHUYHOTO NleYeHne Bb3 OCHOBA Ha 0OEKTUBHM AaHHU 3a
cTabunuavpaHe Ha CbCTOAHNETO (KMUHUYHWU U/ MEOVKO-ONArHOCTMYHN) U eQHO UIM NoBeye oT
crnegHvTe YyCnoBus:

e [lpuknouBaHe Ha OMarHOCTUYHUS NPOLEC U OnpeaensiHe Ha TepaneBTUYEH NNnaH.
e CrabunuampaHe Ha HEBPONIOTMYHOTO U COMATUYHO CBLCTOSIHUE WU KOPEKUUsl Ha
HapYLUEHW XXM3HEHWN NoKasaTenu.

Mpn naumeHTUTE C neBkogucTtpodun, nonMoancTpodun, OOMeHHW eHuedanonaTum c

ONXaTenHN HapYyLWEHNS U KONMYECTBEHN HAPYLLUEHUSI HA Cb3HAHNETO:

e rpeoonsiBaHe Ha AnxaTenHuTe pa3cTPONCTBa;
e Bb3CTaHOBSBAHE Ha Cb3HAHWETO;
e Kopekuusi Ha HapyweHuaTa B AKP 1 npy Bb3MOXHOCT Ha MeTabonumama.

[JoBbplBaHe Ha nNe4yebHMA Npouec 1 npocrnegsBaHe

B ueHaTa Ha knNMHM4YHaTaA MbTeka BAM3AT OO ABa KOHTPOMHM Mpernena npu siBIBaHe Ha
nauveHTa B pamMKuTe Ha eQuH Mecel crieq U3NncBaHe n 3agbJPKUTENHO 3anvcaHn B eNMkpur3aTa.

KoHTponHuTe nperneouM cnen W3NWCBaHe Ha nNauMeHTa ce oTpassiBaT B cheuuaneH
OHEBHUK/KYpHan 3a npernegu, KOWTO Ce CbXpaHsiBa B AWNArHOCTUYHO-KOHCYNTaTUMBHMS ONOK Ha
neyebHoOTO 3aBegeHNE — N3NBIHUTEN Ha BONHMYHA NOMOLL,.

Mpn guarHosa BkNtodeHa B Hapepbarta 3a gucnaHcepusaumsd, nNauueHTbT Cce Haco4ysa 3a
aucrnaHcepHo HabniogeHne, CbIMacHO WM3UCKBaHMATA Ha cbuwarta. [ucnaHcepusauusita Ha
3nokadectBeHnTe 3abonaBaHusa ce nposexaa camo B JI3BIN n B KOU, kaTto 06emMbT 1 yecTtoTaTa
Ha OeVHOCTUTE Mo ANCNaHCcepHO HabnaeHWe ca CbrnacHoO 3anoXeHust anroputbM B Hapegbara.

5. MEOMUMHCKA EKCMNMEPTU3A HA PABOTOCIOCOBHOCTTA - u3BbplwBa Ce CbrnacHo
Hapenba 3a meguumnHckaTa ekcnepTunsa Ha pabotocnocobHocTTa.



ll. AOKYMEHTUPAHE HA OEAHOCTUTE MO KNMWHUYHATA MbTEKA

1. XOCNMUTAITU3ALUATA HA NMALMEHTA ce gokymeHTupa B “Ucmopusi Ha 3abornsseaHemo”

1

(M3) n B yacT Il Ha ,HanpaeneHue 3a xocrniumanu3ayusi/nedyeHue no ambynamopHu rpouedypu’
(651. M3 - H30K Ne 7).

2. AOKYMEHTUPAHE HA OUATHOCTU4YHO - NEYEBHUA ANITOPUTBM - B “Uicmopus Ha
3aborisisaHemo”.

3. WSMNUCBAHETO/MPEBEXOAHETO KbM [OPYro JEYEBHO 3ABEAOEHUE CE
AOOKYMEHTWUPA B:

- “Ucmopus Ha 3abosiseaHemo”;

-vact lll Ha ,HanpaeneHue 3a xocnumanusayus/neyeHue Mo ambynamopHu npouedypu’
(671. M3 - H30K Ne 7);

- eNnnKpu3a — rnony4asa ce cpeLly noanuc Ha nauueHTta (poauTensa/HacTonHMKa), OTpas3eH B
nN3.

4. OEKNAPAUMA 3A WUHPOPMUPAHO CBINMACUE - nognuceBa ce OT NauveHTa
(poauTensa/HacTorHMKa) 1 e HepasaenHa vacT oT “Mcmopusi Ha 3abornssieaHemo”.

AOEKNAPAUUATA 3A UHOPOPMUPAHO CBITIACUE CE TMPUKPEMNBA KbM JIACT
“UCTOPUA HA 3ABOJIABAHETO”.



HOKYMEHT Ne 4
WH®OPMALIUA 3A MAUMEHTA (POOUTENA /HACTOMHUKA/NMOMEYUTENSA)

HacneactBeHuTe AereHepaTMBHU 3a00nsiBaHUA Ha LEHTpanHata HepBHa cuctema cC
Ha4yano B pJeTckaTa Bb3pacT (f1eskoducmpogbuu, nonuoducmpoghuu, OezeHepauuu Ha
baszanHume s0pa, MalKoOMO3bYHU U cruHouepebenapHu OezeHepayuu) W OOMEHHUTE
eHuedanonatum wmMmat CxodHa KIMHUMYHA XapakKTepucTuka: B nepuoda cneqj paxagaHe, B
KbpMayecka 1 AeTcKa Unu 1oHoLecKa Bb3pacT, ce pa3BmBat 6enesn Ha nporpecupalla yspeia Ha
LUeHTpanHata HepBHA CUCTEMA CbC 3pUTENHW HapyleHus, ynaabK Ha WHTENeKTyanHoTo W
OBUraTenHo pasBuTME, MNPOMEHW B MYCKYNHUA TOHYC, HapylleHa KOoopAuHauusi, HEeBONeBO
TpenepeHe Ha pbLeTe, rmaBaTta, O4HUTE AO0bMAKM, enunenTUYHK Npunaabum. B HAKOM cnyyam Tesn
nposiB1U ce cbyeTaBaT C MYCKYNHKU aTpodumm nopagun nonmnHeBponateH cuHapoM, muonatus. Mpu
HAKOW Aeua HeobsACHMMUTE, MOBTapAWM Ce enu3oanm OT CbHMMBOCT, 3anuTaHe, TpenepeHe Ha
pbLeTe U OPYyrn NPOSIBU Ha HapylleHa KoopAuHauus, noBpbluaHe MoraT Aa ce npuumHsiBaT OT
BpooeH pedekt B obmaHaTta Ha BewecTtBata. [lpy yact oTr pgeuata ¢ onurodpeHus
(MHTEenekTyaneH geduuMT) CbWO € Hanuue BpoAdeH AedekT Ha MeTabonuama Ha HsKou
AMUHOKUCENNHWN, OpPraHn4YyHn KucenuHw, Bbriexuvapatv. [Npu Hanndne Ha nogoGHu Geneswm Ha
nporpecupaLLlo yBpexgaHe Ha HepBHaATa cucTeMa, KOMTO € Bb3MOXHO Aa ca HabnogasaHn 1 npu
APy 4YrneHoBe Ha CEeMENCTBOTO, MHOIO BEPOATHO € [a Ce AuarHocTvuvMpa HacrneacTBEHO
aereHepaTnBHO 3abonsBaHe Ha HepBHaTa cucTemMa unm obMeHHa eHuedanonaTums.

NeBkoguctpodmute ce gbmkart Ha reHeTM4HO obycrnoBeH gedekT B CTpyKTypaTa Ha
muenuHa. Obuwarta nm vyectota e okono 30/100 000. NpynmpaT ce Bb3 OCHOBa Ha XMCTOXMMMUYHATA
XapaKTeEPUCTUKA HAa MUENTMHOBUTE AerpagaunoHH NPoAyKTK Ha: agpeHoneBkogucTpodms, bonect
Ha Pelizeaus-Merzbacher, cnoHrnosHa gereHepauus Ha 6anoTo Bewecto (6onect Ha Canavan),
b6onect Ha Alexander, 6Gonect Ha Krabbe (rmobyvgoknetbyHa ckneposa). [Mpotuyatr c
nporpecupawio yBpexgaHe Ha ABWXKEHWdATa, KoopAuHauusiTa, 3pPEeHUeTo, MWHTenekta U
enunenTUYHU NpunagbLn.

MNpv nonuoaucTtpodumuTe aereHepupat MO3byHUTE HEBpoHM. TakmBa ca CuHAPOM Ha
Alpers ¢ MO3bYeH nupyBaTeH aeduumnT, eHuedanommonaTumnTe, BEPOATHO cMHApoMa Ha Rett.

CnuHouepebenapHaTa gereHepauusa (6onect Ha Friedreich) 3anousa o1 4-7 r. Bb3pacT ¢
MOCTEMEHHO 3acurnBallo ce 3anuTaHe, 0ocobeHo Ha TbMHO M Jedopmaums Ha cTbhnanara,
rpbbHa4YHO un3kpmesasaHe. Npu 6onectta Ha Louis Barr, 0CBEH NOCTENEHHO 3anuTaHe U 4YecTo
bonenyesaHe nopaau BpoAeH AeduumnT Ha MMYHOrnobynuHu, ce BKAa paslivpsiBaHe Ha CbAoBe
Mo CKrnepuTe B O4nTE.

O6mMeHHUTe eHuedranonaTun ce AbrkKaT Ha reHHn aedekTn, NpuuYnHABaLLM AeduLmnT Ha
€eH3Mn unn 6entbun. Te ce pasaensaT Bb3 OCHOBA Ha XapakTepHUTe BUOXMMUYHM abHOPMHOCTH:
pa3CTPONCTBA Ha aMWHOKUCENUHHUS MeTabonM3bM; pPas3cTPOMCTBA Ha OEeNnTbYHUS TPaHCMOPT,;
pa3CTpoMCTBA Ha BbIMexvapaTHUS MeTabonuabM; OpraHW4YyHu auuaypuu; 3abonsBaHusa C
HaTpynBaHWs B 1M3030MUTE; pPa3CTPOMCTBA Ha NUNUOHUS MeTabonm3bM; MNEePOKCU3OMHMU
pa3CTpOMCTBA; aMUITHU MWOKIOHYC enunencuu; nunMao3vM OT  HEeM3BECTEH NPOM3XO[;
pas3CcTponcTBa Ha MeTabonuMaMa Ha MeTanuTe; pa3CcTpoMCcTBa Ha MypUHOBUA U NUPUMUOUHOB
meTabonuabm. Yectotata um e ob6wo okono 40/ 100 000. JuarHoctmumpat ce npu Hanudmne Ha:

1. Peyudusupauw,u enu3odu OT HapyLUEHWE Ha KOOPAMHALUMATA, NOBULLEH MYCKYIIEH TOHYC,
HapyLUeHNs1 Ha Cb3HAHWETO OT CbHMBOCT A0 KOMa UINN HEOBSICHMMU NOBPbLLAHNUS;

2. lMpoezpecupawo yepexdaHe Ha LHC, yBpexaaHe Ha OBWXKEHUSTA, KOOpAMHaUUsTa,
3peHMeTOo, YMCTBEHa M30CTaHamnoCT, XapaKTepHW OTKMOHEHWs B COMaTU4HUS  cTaTyc
(ansmopdunyHM Benesn, xenatomeranus, CnneHomeranus), namosio2usi 8 u3credsaHusima Ha
ypuHama (npu pascTponctBa B obmsHaTa Ha aMWHOKUCENMHUTE U BbrnexuvapatuTe), Kpbema
(xvnepaMoHemusi Npy pPasCTPOMCTBA B YPEVNHUS LUKBI; XUNOTMUKEMUS; UHTEPMUTEHTHA aumnaos3a;
MOBULLEH NakTaT W NuUpyeaT, BKMN. B FIMKBOP, CEPYMHM XONeCcTepon, nunuau, Med, nuKovHa



KNCENWHA, CEPYMHW aMUHOKUCENIMHU WU OPraHW4YHU KUCENWHW; CEPYMHM JIM3030MHU EH3UMMU
(apyncyndatasza A, B-ranaktosmgasa, XekcoamumHugasa); rnamosiocus fnpu MUKPOCKOMCKOMO,
6UOXUMUYHO U ynmpacmpyKmypHO uscriedgaHe Ha BUONCUYHM MaTepuanm OT MO3bK, nepudepeH
HepB (MMNMAo03n, NEBKOANCTPOGUN).

HacnenctBeHute n pgereHepaTvBHM 3abonsBaHWs Ha HepBHaTa cuctema M OOMeEHHUTE
eHuedanonatun npoTnyaT C NOCTENEHHa Nporpecus n nporHosaTta e HebnaronpuaTHa. MNopaan
TOBa € MHOro BaXxHO Aa 6bae nocTtaBeHa ToYHaTa guarHo3a, KoaTo onpedens u no-HataTbliHaTa
MporHo3a 3a XMBOoTa Ha NaumeHTa.

HeTtckaTta uepe6panHa napanusa (OLUIM) e eguH Henporpecupaly, npouec, ¢ nunca Ha
BfiOLLABaHE M C Bb3MOXHO nocTeneHHo nogobpexne Ha pyHkummTe. LM Bb3HMKBa B pe3ynTaTt Ha
YBpPEXOaHUA Ha HepBHATa cucTema OT pasnuyHn aktopu no BpemMe Ha OpeMeHHoCTTa,
paxgaHeTo 1 B nepuoda cnep paxgadeto. lNMpu OUIMN e Hanuue HeoBnagaBaHe Ha ABuraTenHuTe
YMEeHUs1 B onpeaeneHuTe 3a Bb3pacTTa CPOKoBe, HernpoxoxaaHe Ha geteto oo 1 r. 3 meceua um
3abaBsHe nsrpaxxgaHeTo Ha ABUraTenHyn yYMeHUs; Npu YacT OT Aeuarta ca Hanvue n enunentuyHn
npunagbun n MHTEnekTyaneH gepmunt.

UHTenekTyaneH aedomumnt (onurocdpeHus), Hanuue owe OT paHHOTO AETCTBO, MOXe Aa €
pe3yntar OT XPOMO30OMHO 3abonsaBaHe, reHeTudeH aedekTt, Andy3HN UM OTHULLIHA CTPYKTYPHU
aHoManuu Ha HepBHaTa cucTemMa, OOMeHHa eHuedanonaTus, BpPOAEHA WMNW WHTpaHaTanHa
MHdekuna Ha LIHC. Hsikom oOMeHHWM eHuedanonatuu npeaonpedensaT nporpecupall xod Ha
3abonsaBaHeTO, Nopagu KoeTo TpssbBa Oa ce M3BbplaT FEeHETUMYHW M3cnenBaHusi, OMOXMMUYEH
CKPVHWHT 1 HeBponsobpasasawm nacnegsaHus (KT/MPT).

3a nocrtaBsHe Ha TodHATa AuMarHosa — OMnpedesnieH TUM HacneacTBEHO AereHepaTuMBHO
3abonsiBaHe Ha HepBHaTa cucteMa, obMeHHa eHuedanonaTus, onurodpeHust, ca Heobxoammm
NepMoanYHO  HEBPOSIOMMYHO, COMaTUYHO W MCUXOMIOTMYHO  M3CnedBaHe, KakTo U
BMCOKOCNEeLManmanpaHn nacrnegeaHna - komniotbpHa Tomorpadusa (KT) n marHUTHO-pe3oHaHcHa
ToMorpacmst Ha rnaBeH mo3bk (MPT), nuKBOpHM M3cneaBaHus, meTabonuTHu mMacneaBaHusa 3a
JokasBaHe Ha XxapakTepeH OumoxumuyeH pedekt B maTepuanu OT KPbB, YPUHA, FEHETUYHMU
n3crenBaHusi, BKIIOYUTENHO MONeEKynsapHo-6uonornyHn nacneasanus ypes AHK aHanuma.

Bcako oT Te3u mscnegBaHMst € MHOMo BaXHO M HeobxoouMMO 3a AmarHocTuuMpaHe Ha
3abonaBaHeTO, a U3ACHABAHETO Ha TOYHUSA BuoxMMMYeH AedbekT e BaKeH 3a onpefensHe Ha
Bb3MOXHa AMeTa W oOrpaHMyaBaHe pa3BUTUETO Ha 3abonseaHeTo. WMacnegBaHudta wumat
cneumdnyHa MHPOPMATUBHOCT 3a MocTaBsHe Ha guarHosaTa: KT Ha rmaBeH MO3bLK MOXe Oa
paskpue 30HW Ha yBpexaaHe Ha Mo3bka mnu obwa mosbyHa atpodus. MPT Ha rmaBeH MO3bK
paskpvBa 6051eCTHN NPOMEHU B BM0TO BELLLECTBO NpW NEBKOAUCTPOMOUUTE N B CUBOTO BELLECTBO.
MpeamsBrkaHUTE 3pUTESNTHU U CIYXOBU NMOTEHUManu ca NpoMeHeHn Npu 3acsiraHe Ha 3peHneTo
n cnyxa. BuoxummnyHuTe nMscneaBaHua Ha KPbB, JIMKBOP M YypUHA Ca BaXkHM 3a NOCTaBsiHE Ha
AunarHo3aTa obmeHHa eHuecdbanonaTus, 3awoTo NpU BPOOEHU eH3MMHU AedeKTn ce HaTpynsaT
NMOBULLEHM KONMMYECTBa Ha onpeaeneHnm MeTabonutn, KOUTO He ce pasrpaxgar fno-HaTaTbk.
JlnkBopHOTO M3cnepBaHe Ha Matepuan OT rPbOHAYHO-MO3bYHA TEYHOCT pas3kpmBa YBEINUYEH
6enTbK Npu NeBKOANCTPOUNTE, N HEMPOMEHEHW rama-rnodynuHu 1 MMyHOrnobynmHKU, KOUTo ce
yBenuMyaBaT nMpu MO3bYHM Bb3naneHus. MeTabonUTHMA CKPUHUHI OT KPbB W ypuHa
anarHoctuumpa onpegeneH metabonuteH pgedekt. EH3MMHUTe uM3acnegBaHMA C OdaHHM 3a
CHWXeHa cepyMHa apuncyndarasza A cnyxaT 3a AuarHoctuuupaHe Ha MeTaxpoMaTtuyHa
NEeBKOANCTPOMUA, a CHWXEeHa ranaktouepebposuns B-ranakrosugasa - neBkogucTpodusd Tun
Kpabe. NMpu HAKoM OoT HacnepcTeeHuTe 3abonasaHus, Ypes AHK aHanu3 ce gokasea TOYEH reHeH
nedeKkT, KOeTo € BaxHO npu nfaHuMpaHe Ha HOBM OpPEMEHHOCTM B CEMEMWCTBOTO.
BupyconornyHute uscnegBaHusa Ha matepuanu OT CEPYM U NIMKBOP ChyXaT 3a OTXBbPIIsiHE Ha
BpPOOEH MWAM XpoHudeH eHuedanut. EEF, EMI wuscnegBaHuaATa ca npoMeHeHW npu
nonuHeBponaTus WunuM MuonaTus, KOMTO MoraT [a CbMbTCTBAT MO3bYHUTE [ereHepaTuBHU
3abonaBaHma 1 obMeHHUTe eHuedanonatui. Buoncus Ha MO3bK, MycKyn, nepudepeH Heps.,
KOXa M NaTomMopdosiorMyHNTE M3CreaBaHnst C XUCTOXUMUS, €NEeKTPOHHA MUKPOCKOMUS Ha Te3u



CTPYKTYPU € €OMHCTBEH HauMH 3a OuarHocTUUMpaHe Ha HSIKoOU NEBKOAUCTPOMM U OBMEHHM
eHuedanonatun. Exorpacdmsara Ha cbpue, YepeH p[pob, 6vbpeum e Heobxoguma npu
FMNKOTEHO3M U HAKOM 0OMEHHM eHuedanonaTnm, NpyM KOUTO Ce HaTpynBaT BELLECTBA U B KNETKUTE
Ha YyepHus Apob un cneskara.

NEYEHME: T[lpn HsKoM OT HacnegcTBeHMTE MO3bYHM gereHepaumm M ObMeHHuTe
eHuedanonatMn ce npoBexaa MNaToreHeTUYHO fnedYeHne ¢ AaueTa, orpaHu4vaBalla fnpuemMa Ha
onpeaeneHn BellecTBa (OMETUYHWU XpaHu). OMeTUYHUAT peXxum e C pasnuyeH nedebeH ycnex
npy pasnuyHuTe 3abonsBaHusA. ABCOMOTHO HeoGXOAMMO e  chna3BaHeTo My  npu
PEHUNKETOHYPUATA, XunepamoHeMunTe, ranakrasHua gecdouumt. OrpaHudeHnaTa B guetarta Ha
ObNroOBEPMKHUTE MAaCTHU KUCENWUHW He € CUrypHo rnedyeHne. CMMNTOMATUYHOTO JevyeHue
BKMOYBa aHTUENUNEeNTUYHU CpeacTBa, MeANKaMeHTU CpeLly cnactuumteTa, HOOTPOMNHU cpeacTea
(nMpameMm, TaHakaH, aMWHOKUCENIMHK), aHKCMONMUTUUM npu Bb3OyAa, €peTU4HO MNOBEAEHME;
apuratenHa pexabunuraums ¢ uen nogobpsiBaHe Ha enunenTUYHUS CUHOPOM, MOBULLIEHUST
MYCKYNeH TOHYC U MHTeneKkTyanHata gerpagauusi.

MonobHo e n nevenmeto npu AUM: aHTMenunentnyHn cpeacTtBa (NpyM Heo6XoouMOCT),
MeOMKaMEHTM cpeLly cnactuuuTeTa, HOOTPOMHW CpeacTBa, aHKCcuonuTuum npu  Bb3byaa,
cucteMHa gpuratenHa pexabunutaums. MNpu onurodpeHnuTe NeYeHNeTo BKIOYBA HOOTPOMHU
MeANKaMeHTWN, aHKCUonuTuumn npu Heobxogumoct. BonHute ¢ OUM n onurodppeHns morat ga
6baaT obydaBaHu cnopen KoeduUMEHTa Ha MHTENUIEHTHOCT C LieNn Aa ce OCbLUECTBM coumarnHa
WMHTEerpauus.

HacnegctBeHMTe MOTOPHM M CEH3OPHM HeBpoMaTuu, MMUOMaTUKU, NPOrpPecUBHU
MYCKYJNHU gucTtpocdum ca ronemm rpynu oT KIMHUYHO U TEHETUYHO XETEPOreHHU 3abonsiBaHus.
Bcsiko OT TAX ce ObImKM Ha reHeTudeH OedekT, yHacrnegeH OT poauTenuTe UM Bb3HMKHaIn 3a
NMbpPBY MbT Y CaMus MaUMEHT, Ma XapakTepHa naToreHe3a U OTHOCUTENHO cneundunyeH KnnMHUYeH
deHoTmn. O6L0TO 3a Te3n 3abonaBaHus €, Ye Te Ce XapakTepuaupar ¢ nporpecupalla MyckymnHa
cnabocT, BoAewa A0 VHBanugus3auust U HamarieHa NpPoAbIDKUTESNTHOCT Ha XMBOTA. TOYHOTO
OnarHoctmumpaHe Ha Te3n 3abonsBaHUs M3NCKBA W3MNOM3BAHETO Ha peauua  KIMHUYHMW,
HEBPOMU3NONOTNYHN, HEBPOM30OpassBalln, HEBPOMATOMOINMYHM U MOSEKYNSPHO-TEHETUYHN
nacrneneaHus. Jle4eHMeTo e CMMNTOMAaTMYHO U Ce M3passiBa rMaBHO B NMpunaraHeTo Ha ABuratenHa
pexabvnutauua u ctumynupailla Tepanua ¢ BUTaMUHW, aHabosfiHM M aHTUXOSIMHeCTepasHu
cpeactea. [pu nosBeyeTo 6OMHU C HEBPOMYCKYMNHN 3ab0naBaHMs CbhLUO Ca BaXXHW opToneaudHute
KOPEKUMN 1 HOCEHETO Ha cneumanHn NOMOLLHN CbOPBXEHNS, KAKTO N XpaHUTENHUSA pexum. Kato
LUAno JfieyeHMeTo Ha Te3n OonHM uenn 3abaBsHe Ha WHBanuMausauusta M nogodbpsiBaHe
KayeCcTBOTO UM Ha XXMBOT.

lMocTaBsaHETO Ha TOYHA reHeTUYHa AnarHo3a Ha TO3W eTan MMa Mo-ronsiMo 3Ha4veHue 3a
POOAHNUHUTE Ha ©OnHUSA, OTKOMKOTO 3a caMus NaUUeHT. Ts cb3aaBa Bb3MOXHOCTU 3a U3MON3BaHETO
Ha MeToauTe Ha npeHaTtarniHa AnarHocTtmka B Te3un CeMencTBa c ornea HegonyckaHe paxgaHeTo Ha
HOBW DOSHM C TEXKO nHBannaon3vnpalin HeBPOMYCKYITHA 3abonsiBaHuS.

MankomMo3b4yHa aTakCcuUsl — pasHopodHa rpyna OT HeBpoaereHepaTUBHU 3abonsiBaHus.
XapaktepusupaTt ce rnaBHO C Pa3CTPOMCTBO Ha (QYHKUMUTE Ha Mankusi MO3bK: HapylleHue B
paBHOBECUETO, NOXOAKaTa U KOOPAMHaUMSTa Ha ABukeHuaTa. Morat ga ce npubaBsaT v cUMNTOMU
M3BbH HapylleHaTa KoopauHauusl, B pe3ynTaT Ha yBpexAaHe Ha BPb3KUTE Ha Maskusi MO3bK C
ApYrM CTPYKTYypU Ha HepBHata cuctema. [lpotunyat 6GaBHO, XPOHMYHO, BB3MOXHA €
HacneacTBEHOCT Npu YacT oT 6onHuTe.



