KM Ne 58 ANATHOCTUKA N NEYEHUWUE HA HACINIEOACTBEHU U
AETEHEPATUBHU 3ABONIABAHUA HA HEPBHATA CUCTEMA,
3ACArAWN UHC C HAYAIJO B AETCKA BBb3PACT

MwuHumaneH 605HNYEH NpecTon - 5 aHn

KOOOBE HA BOJIECTU NO MKB-10

PascTpoicTBa Ha obMaHaTa Ha aMUHOKUCESNTUHUTE C Pa3KNoHeHa Bepura 1 Ha MacTHUTe Kuce-
nuHU
E71.3 PascTponcTrBo Ha o6MsHaTa Ha MacTHUTE KUCENUHU
ApnpeHoneskoaucTtpodumsa [Addison-Schilder]
OedunuunT Ha MycKynHaTa KapHUTUH-NanMuTUNTpaHcdepasa
He ekmo4ea: 6onect Ha Refsum (G60.1)
6onect Ha Schilder (G37.0)
cuHapom Ha Zellweger (Q87.8)

Pa3cTponcTtBa Ha obmsaHaTta Ha ccwmHronunuavtTe U AOpPYru HapylweHWs Ha HaTpynBaHe Ha
nunuaguTte
He eknto4ea: mMykonunugosa, tun I-lll (E77.0—E77.1)
6onect Ha Refsum (G60.1)

E75.2 Apyrn cdouHronunuagosu

BonecT Ha:

¢ Fabry(-Anderson)

* Gaucher

* Krabbe

* Niemann-Pick

CwvHgpom Ha Farber

MeTtaxpomaTnyHa neskogmcTpodus

Hepnoumbk Ha cyndpaTtasa

He eknro4ea: appeHoneskoanctpodus [Addison-Schilder] (E71.3)
E75.4 NunodycumHo3a Ha HeBpOHUTE

BonecrT Ha:

» Batten

* Bielschowsky-Jansky

e Kufs

* Spielmeyer-Vogt

E83.0 PascTpoicTBa Ha o6MAHaTa Ha meaTa
Bonect Ha Wilson

Ileka ymcTBEeHa usocraHanoct

F70.0 JNleka ymcTBeHa wu30CTaHanoCT, HAMa HapylleHWe WNM € Hanuue MUHUMAarHoO
HapylleHue Ha NnoBeAeHUeTo
MpnbnuantenHuTte HMBa Ha IQ (MHTenekTyanHUsa KBOTUEHT) ca B rpaHuumTe mexay 50 n 69
(Npy BB3paCTHM NuUa ToBa OTroBaps Ha YMCTBeHa Bb3pacT oT 9 ao 12 roauHu). Mma
BEPOSITHOCT Aa JoBefe [0 NnosiBaTa Ha M3BECTHU OOyYMTENHW 3aTpyAHEHMS B yYunuLie.
MHOro OT Bb3pacTHWTE Ca B CbCTOSHME Oa paboTAT U nogobpxat Aobpu coumanHu
B3aVMOOTHOLLEHMS 1 A ca OT nonsa 3a obLecTBoTo.

Bkniroyea: cnaboymue
Jleka ymCTBeHa He4OCTaTb4HOCT
F70.1 Jleka ymcTBeHa nsoctaHanocT, 3Ha4UTeNHO HapyLleHue Ha noBeAeHUeTo, U3UCKBALLLO

rpyvXxu Unu nevyeHue
MpnbnuantenHuTte HMBa Ha IQ (MHTenekTyanHUsa KBOTUEHT) ca B rpaHuumTe mexay 50 n 69
(Mpn BB3pacTHM NuUua ToBa OTroBapsl Ha yMCTBEHa Bb3pacT oT 9 go 12 rogumHum). Uma
BEPOSATHOCT Aa [oBede A0 NosiBaTa Ha W3BECTHU ODYyYMTEnHW 3aTPyAHEHUs! B YUYUMULLE.
MHoro oT Bb3pacTHWTE ca B CbCTOsIHME fa paboTaAT M nopabpxat Aobpu couuvanHu
B3aVMMOOTHOLLEHNS 1 Aa ca OT nonasa 3a obLecTBoTo.
Bknroyea: cnaboymue

neka yMCTBEHa HejoCTaTbyHOCT




F70.8

Jleka ymcTBeHa nsocraHanocT, Apyro HapylueHue Ha noBeAeHMeTo
MpnbnuantenHuTte HMBa Ha IQ (MHTenekTyanHUsa KBOTUEHT) ca B rpaHuumTe mexay 50 n 69
(Npy BB3pacCTHM NuUa ToBa OTroBaps Ha YMCTBeHa Bb3pacT oT 9 ao 12 roauun). Mma
BEPOSTHOCT Aa foBefde OO0 NnosiBaTa Ha M3BECTHU OOydMTenHu 3aTpyAHEHMS B yYunuiie.
MHOro OT Bb3pacTHWTE Ca B CbCTOSHME Oa paboTAaT U noggbpxat Aobpu coumanHu
B3aMMOOTHOLLEHNS 1 Aa ca OT nonsa 3a obLwecTsoTo.
Bknroyea: cnaboymue

rnieka yMCTBEHa HeAOCTaTbYHOCT

YmMepeHa ymcTBEeHa M30cTaHanocTt

F71.0

F71.1

F71.8

YMepeHa yMCTBeHa WM30CTAHaANIOCT, HfAMA HapylleHWe WU e Hanuue MUHUMAITHO
HapylleHWe Ha NoBeAeHUeTo

MpubnuantenHute HMBa Ha IQ ca B rpaHuuuTe mexay 35 n 49 (Npy Bb3pacTHM nNuua ToBa
OTroBapsi Ha yMCTBeHa Bb3pacT oT 6 go 9 rogunHu). Vima BeposiTHOCT ga gosege oo
3HaAYMTENHO M30CTaBaHe B Pa3BUTUETO B AETCTBOTO, HO rofisiMa YacT OT 3acerHatute morat
[a YCBOAT HAKOM HaBuuM 3a camooOcnyxBaHe, afeKkBaTHM YMeHMs [a YyCTaHoBsBaT
KOHTaKTW N ernieMeHTapHW YYUIULLHU NOCTMKEeHUs). Bb3pacTHUTE 0OGUMKHOBEHO MMAT HyXaa
OT pasnuyHa CTeneH Ha nogkpena B 6uTa n Ha paboTHOTO MACTO.

Bknro4vea: ymMepeHa yMCTBEHa HejoCTaTb4yHOCT

YMepeHa yMcCTBEeHa MW30CTaHanocCT, 3HA4YMTEeNHO HapylueHMe Ha noBeAeHUEeTo,
M3UCKBALLO FPUXN UMK NieYeHne

MpubnuantennuTte HMBa Ha IQ ca B rpaHuumTe Mexay 35 n 49 (npy Bb3pacTHU nuua ToBa
OTroBapsi Ha yMCTBeHa Bb3pacT oT 6 go 9 roguHu). Vima BeposiTHOCT Aa Josege Ao
3Ha4MTENHO M30CTaBaHe B Pa3BUTUETO B AETCTBOTO, HO FofsiMa YacT OT 3acerHatute morat
[a YCBOAT HAKOM HaBuuM 3a camooOcnyxBaHe, afeKkBaTHUM YMeHMs [a YyCTaHoBsBaT
KOHTaKTW N eneMeHTapHW YYUINULLHU NOCTMKEHUsI. Bb3pacTHMTEe 0OMKHOBEHO MMAT HyXaa
OT pasnuyHa cTeneH Ha nogkpena B 6uTa 1 Ha paboTHOTO MACTO.

Bknro4dsa: ymMepeHa yMCTBEHa HeJoCTaTb4yHOCT

YmepeHa ymMcTBeHa U30CcTaHanocT, Apyro HapylweHue Ha NoBeAeHUeTo
MpubnuantenHute HMBa Ha IQ ca B rpaHuumTe Mexay 35 n 49 (npy Bb3pacTHU nuua ToBa
OTroBapsi Ha yMCTBeHa Bb3pacT oT 6 Jo 9 rogunHu). Vima BeposiTHOCT ga gosege oo
3HaAYMTENHO M30CTaBaHe B Pa3BUTUETO B AETCTBOTO, HO FOfisiMa YacT OT 3acerHatute morat
[a YCBOSAT HSIKOM HaBMUM 3a camMooOCnyXBaHe, afdeKBaTHM YyMEHUs [a ycTaHoBsiBaT
KOHTaKTW U eneMeHTapHN YYUNULLHM NOCTUXEHUSI. Bb3pacTHUTE OBUKHOBEHO MMAaT HyXaa
OT pasnu4yHa cTeneH Ha nogkpena B 6uTa 1 Ha paboTHOTO MSACTO.

Bknro4dea: ymepeHa yMCTBEHa HeJoCTaTb4yHOCT

Texka yMCTBEHa M30CTaHaNoOCT

F72.0

F72.1

F72.8

Texka ymcTBEHa W30CTaHanocCT, HfMa HapylleHue WU e Hanuue MUHUMAarHoO
HapylleHuWe Ha NnoBeAEHUeTo

MpubnuantenHute HMBa Ha IQ ca B rpaHnumTe mexay 20 n 34 (npy Bb3pacTHU nvua ToBa
OTroBaps Ha yMCTBEHa Bb3pacT OoT 3 Ao 6 roanHu). VMima BeposiTHOCT Aa JoBede A0 TpanHa
Hy>Xda OoT nogkpena 3a OYyHKLMOHMPAHE.

Bknroyea: TeXKa yMCTBEHa He4OCTaTbYHOCT

Texka YyMCTBEHa M3OCTaHaNoOCT, 3Ha4YUTEsNIHO HapylleHue Ha noBeAeHUeTo,
M3UCKBAaLLO FPUXU UNN NneveHne

MpubnuantennuTte HMBa Ha IQ ca B rpaHuumTe mexay 20 n 34 (npy Bb3pacTHU nuua ToBa
OTroBaps Ha yMCTBeHa Bb3pacT oT 3 o 6 rogmHun). Mima BeposATHOCT Aa AoBede A0 TpanHa
HyXda oT nogkpena 3a yHKLMOHMPaHe.

Bknroyea: TeXKa ymcTBEeHa HeOCTaTbYHOCT

Texka ymMcTBEHa M30CTaHaNoCT, APYro HapyLleHne Ha NoBeAeHNEeTo
MpubnuantenHute HMBa Ha IQ ca B rpaHnumTe mexay 20 n 34 (npy Bb3pacTHU nvua ToBa
OTroBaps Ha yMCTBeHa Bb3pacT oT 3 Ao 6 roanHu). Mima BeposTHOCT Aa JoBede A0 TpanHa
Hy>Xda OoT nogkpena 3a yHKLMNOHMPAHE.

Bknroyea: TeXKa ymcTBeHa HeOCTaTbYHOCT

Obnboka yMCcTBEHa M30CTaHaNoCT

F73.0

Obnb6oka ymMcTBeHa WM30CTAHaNoOCT, HAMa HapyweHWe UMW e Hanuue MWUHUMAanHo
HapylleHWe Ha NoBeAeHUeTo

IQ e nog 20 (npwu BB3pacTHM NMUa TOBa OTrOBaps Ha YMCTBEHa Bb3pacT MoA 3 roavHu).
Boan Oo Texkm orpaHuueHusi B CnocobHocTTa 3a camoobcnyxBaHe, 3a KOHTPOM Ha
Ta3oBUTE pe3epBoapu, 3a obLLyBaHe u ABUratenHa AefHOCT.

Bkmroysa: Abnboka yMCTBEHa HeJoCTaTbYHOCT




F73.1

F73.8

[Abn6oka ymcTBeHa W30CTaHaNoOCT, 3HAaYWTENHO HapylleHWe Ha noBeAeHMeTo,
M3UCKBAaLLO FPUXN UNU neyveHne

IQ e nog 20 (Npu Bb3pacTHM nuvua TOBa OTroBaps Ha YMCTBEHa Bb3pacT nof 3 roguHu).
Boan [o Texku orpaHudeHuss B cnocobHocTTa 3a camoobcnyxBaHe, 3a KOHTPONn Ha
Ta3oBWTe pe3epBoapu, 3a obLLyBaHe 1 ABuraTtenHa genHoCT.

Bknro4dea: Obnboka yMmCTBEHa HEAOCTAaTBYHOCT

[Obn6oka ymcTBeHa M30CTaHanNocCT, APYro HapyLleHne Ha NnoBeAeHMeTo

IQ e nog 20 (npwu BB3pacTHM NMUa TOBA OTrOBaps Ha YMCTBEHa Bb3pacT MoA 3 roAauHu).
Boan Ao Texku orpaHudeHuss B crnocobHocTTa 3a camoobenyxBaHe, 3a KOHTPONn Ha
Ta3oBUTE pe3epBoapu, 3a obLLyBaHe u ABUratenHa AefiHoCT.

Bkniroyea: Abnboka ymcTBeHa He[oCTaTbYHOCT

CneuncdunyHn pa3cTponcTBa B pa3sBUTUETO Ha peyTa U e3uKa

F80.3

Mpunpo6uTa achasmuna c enunencus [cuHapom Ha Landau-Kleffner]

PascTponcTtso, npu KoeTo AeTeTo, cried MbpBOHAYariHO HOpManHO pa3BUTWE Ha e3uka,
3arybBa KakTO peuenTMBHUTE, Taka M EeKCrpecuMBHUTE CU peyYeBW YMEHWsi, HO 3anasBa
o6LWuns cn nHTenekT. HauyanoTo Ha pa3cTPOMCTBOTO € CbNPOBOAEHO C NapokcnamanHa EE
aKTMBHOCT M B MOBEYETO OT Cnyvyaute — UK C enunenTuyHy npunagbun. Hayanoto
0BMKHOBEHO € Mexay Tpu- U ceeMrogmilHa Bb3pacT, kaTo 3arybaTa Ha yMeHust HacTbnBa
3a HSIKOMKO OHW Unu cegmuun. Bpb3kaTta BbB BpeMeTo Mexay nossarta Ha npunagbuuTe u
3arybaTa Ha e3unka e TBbpAe NPOMEHNMBA, KaTo eQHOTO MOXe Aa Mpeaxoxaa APYroTo B
pa3CTOsiHME Ha HAKOMKO Meceua A0 Ase roavHu. Kato Bb3MOXHa npuynHa 3a nosieata Ha
TOBa pa3CTPOWCTBO Ce npeanonara Bb3nanuterneH npouec B rnasHMa Mo3bk. Okono ase-
TpeTn OT nauuMeHTUTe ocTaBaT C MO-CUMHO MUnKn no-crabo nspaseH cepuoseH AedUumT B
peuenTuBHaTa peu.

F82 CneuundmyHm pasctponcrTea B pa3BUTUETO Ha ABUrarenHara doyHkumus
PascTpoicTBO, MpU KOETO OTMUYUUTENHUST MPU3HAK € CEepUo3HO HapylleHue B pas3BUTUETO Ha

F83

OBuratenHaTa KOopauHauusi, KOeTO He MoXe Ada ce 00sicHM camMo C obWo yMCTBEHO
M3oCTaBaHe WM C HSKAKBO ChneunduyHo BPOOEHO WM MNPUOOOMTO HEBPONOrMYHO
pascTponcTBo. HesaBMcMMO OT TOBa, B MOBEYETO CIy4Yan BHUMATENHOTO KIMHWYHO
n3crieqBaHe Mnokassa nogyvyepTaHa Hes3psifioCcT B PasBUTMETO Ha HepBHaTa cucTema KaTo
XOPENMOPMHUN ABWXKEHWUSI HA KPaNHULUTE WX OrfneganHy OBMKEHUS U APYTY acoumMmMpaHu
npuratenHu ocobeHocTn, KakTo M ©Oene3anm Ha nowa duHa M obwa pgsuratenHa
KoopauHauus.

CvHOpoM Ha geTcka TpomMaBoCT

Cebp3aHo(-a) ¢ pa3BMTUETO:

* Pa3CcTPOMCTBO Ha KOOpAMHALMATA

* aucnpakcus

He eknroyga: abHOPMHOCTM B noxodkaTta unu noaswkHocTTa (R26.—)
nunca Ha koopaunHaums (R27.0)

* KaTo pe3ynTar oT ymcTBeHa usocraHanoct (F70—F79)

CmeceHun cneynuUyHM pa3cTPoNCTBa B MCUXONOrMYHOTO pasBUTUE

OctaTtbyHa Kateropua ot pa3CTpOl7ICTBa, npn KOATO € Hanuue cmMecuuda OoT CI'IeLI,VId)VI‘-IHVI

pa3CTPONCTBA Ha peyTa U e3nka UNn Ha yYUnuHUTE YMEeHUs 1 aBuratenHaTta yHKUns, Ho
HUTO eOHO OT Te3n pa3CTpPoWCTBa He npeobnagaBa AOCTAaTbYHO HaA OCTaHanuTte, 3a Ada
obocHoBe OCHOBHaTa AvarHosa. Tasn cmeceHa kaTeropus cnefjsa Aa ce M3nonasa, camo
Korato uma ronsiMo MpUNOKpUBaHe MeXay BCUYKM Te3dn cneumduydHu pascTpoincTBa B
pa3BuMTUETO. Te3an pascTponcTBa ce CBbp3BaT OOMKHOBEHO C M3BECTHa CTerneH Ha obLo
HapyLUeHe Ha KOTHUTMBHMTE OYHKLUK, HO TOBa He BUMHarn ce Habnwogasa. ETo 3awo, Tasu
pybpvka cnegBa Aa ce u3nonsea B CryyauTe, KoraTo ca Hanuue AMCAhYHKUMU, OTroBapsLLm
Ha AMarHoCTUYHUTE KpuTepun 3a aAse unm noseve pybpukm ot: F80.—, F81.— un F82.

HacnencrBeHa aTtakcus
He eknroyea: HacnegcTeeHa n namonartmyHa Hesponatus (G60.—)

getvcka uepebpanHa napanusa (G80.—)




pascTponcTtea Ha obmsHaTa Ha BewecTBaTa (E70—E90)
G111 PaHHa mankomo3by4Ha aTakcusi
3abenexka: 3anovsa 06ukHOBEHO Npeaun 20-roguiuHa Bb3pacT.
PaHHa Mankomo3b4yHa aTakcus c:
* eceHuunaneH Tpemop
* MUWOKNOHWUN [aTakcus Ha Hunt]
* 3anaseHun CyXOXMUIHU pednekcu
Atakcus Ha Friedreich (aBTO30MHO-peLiecrBHa)
X-cBbp3aHa peLiecuBHa cnuHouepebenapHa aTakcus
G11.3 MankomMmo3b4Ha aTakcus € HapylweHue BbLB Bb3cTaHoBsABaHeTo Ha [IHK
ATtakcus - TeneaHrnekTasus [cuHgpom Ha Louis-Bar]
He ekmroy4sa: cuHppom Ha Cockayne (Q87.1)
nurmeHTHa kcepogepmus (Q82.1)
G11.4 HacnepcTBeHa cnacTu4yHa napannerusi
G11.8 [pyra HacneacTBeHa aTakcusi

Opyrv nereHepaTuBHU GonecTu Ha 6azanHUTe raHrMUU

He eknto4ea: MynTucuctemHa gereHepauus (G90.3)

G23.0 BonecT Ha Hallervorden-Spatz
MurmeHTHa NanuaapHa gereHepaums

G23.8 Opyru yTouHeHu aereHepaTMBHM 6onecTtu Ha 6a3anHUTe raHrnNun
BkanusBaHe Ha 6asanHuTe raHrnum

Quctonus

G24.1 UpwonaTtnyHa chbamunHa AUCTOHUA
MononatunyHa anctonus bAY
G24.2 UpwonaTtnyHa HedpamuHa QUCTOHUSA

Opyru aereHepaTMBHM GoNnecTu Ha HepBHaTa cucTeMa, Heknacuduumpanu gpyraae
G31.8 Opyru yTouHeHn aereHepaTMBHM GonecTn Ha HepBHaTa cucTtema
[ereHepaums Ha cnBOTO BelLlecTBO [bonecT Ha Alpers]
MogocTtpa HekpoTMampalla eHuedanonatus [6onect Ha Leigh]

OeTcka uepebpanHa napanusa

Bknroyea: BonecT Ha Little

He sknroy4ea: HacnegcTBeHa cnactuyHa napanneruns (G11.4)

G80.0 Cnactu4Ha uepebGpanHa napanusa
BpogeHa cnactnyHa napanusa (uepebpanHa)

G80.1 CnacTtuuyHa gunnerus

G80.2 [Oetcka xemunnerus

G80.3 [duckuHeTu4Ha uepebOpanHa napanusa
ATteTouaHa uepebpanHa napanunsa

G80.4 ArtakTM4yHa uepebGpanHa napanusa

G80.8 [pyra geTcka uepe6panHa napanusa
CwmeceHn cnHagpoMm Ha uepebpanHa napanunsa

Xemunnerus

3abenexka: Ta3u pybpuka cneaBa Aa ce U3MON3Ba 3a MbPBUMYHO KOAUpPaHe caMo
ToraBa, Korato 3a Xxemunnerusita (nbnHa) (HenbiiHa) ce cbobwaBa 6e3 Aonbi-
HUTENHO YTOYHSIBaHe WNU ce MOTBbPXAaBa, Ye TA € ycTaHOBEeHa OTAaBHa, WIu
CbliecTByBa MNpPOABLIMKUTENHO BpemMe, HO HeWHaTa MpUYMHA € HeyTOYHeHa.
Py6pukaTta ce M3nonssa cbLyo NPU KoAUpaHe NO MHOXECTBO NMPUYUHU 3a naeHTudu-
uMpaHe Ha TUNa Xxemunnerusi, npean3BMKaHa oT BCSIKakBa NpUYMUHa.

He sknro4yea: BpopeHa u getcka uepe6panHa napanusa (G80.—)

G 81.1 CnacTuyHa xemunnerus

Mapannerus n TeTpannerus

3abenexka: Tasu pyGpuka cnefBa Aa ce M3NOM3Ba 3a NbPBUMYHO KOAMPaHE CaMo
TOraea, KOraTo 3a CbCTOSIHMSITA ce cboblaBa 6e3 AONBAHUTENIHO YTOYHsIBaHE Unu




Cce NoTBbpXAaaBa, Ye Te Ca YCTaHOBEHU oTAaBHA, W CcbluecTByBaT NpoABLITXKUTENTHO
BpemMe, HO TAXHaAaTa NpuYinHa e HeyTOYHeHa. Py6pMKaTa ce um3noni3ea CbLWO npu
KogupaHe MNO MHOXeCTBO MNpPUYUHM 3a MAeHTVICbVILWIpaHe Ha Te3n CbCTOAHMUA,
npean3BmKaHn OoT BCAKaKBa NpuUYnHa.

He sknro4yea: BpopeHa u getcka uepe6panHa napanusa (G80.—)

G 82.1 Cnactu4Ha napanneruvs

KOOOBE HA OCHOBHMU MNMPOLIEOYPU
OCHOBHM OAUATHOCTUYHU NPOLIEAYPU

OWATHOCTWUYHW NPOLIEAYPU HA TPbBHAYHNA MO3BbK U TPBbEHAYHOMO3BbYHUA KAHAN

**03.31 CMUHAIHA NYHKUUA
nymbGarnHa nyHKuus 3a OTCTpaHsiBaHe Ha KOHTpacT
WN3knroyea:
nymbarnHa nyHKYus 3a ekapeaHe Ha KoHmpacm (Muenoepacpusi) - 87.21

JNlym6anHa nyHKums

39000-00 JlymbanHa nyHKuus

CruHanHa IMYHKOUA

OWATHOCTUYHW NPOLIEAYPU HA OPEUTA N OYHA ABBJIIKA
**16.21 O®TAIIMOCKOMNUA

npyl’l/l AWarHoOCTU4HU O4HU TeCTOoBEe, N3MepBaHUA UNu n3cnegBaHnnA

11212-00 WM3cnepBaHe Ha O4HO AbHO

Brnousa: BCHO3HO MHXXEKTHPAHE Ha 0arpuio
0 TaIMOCKOTIHS

OWATHOCTWUYHW NPOLIEAQYPU HA MYCKYJ1, CYXOXWIUE, ®ACLINA U BYPCA, BKNMIOYUTENTHO HA ANAH
**83.21 BMOINCUA HA MEKA TbKAH
WN3knroyea:

6uoricusi Ha epbOHa cmeHa - 34.23
buoricus Ha Koxa U MoOKoxHa mbKaH - 86.11

Buoncusi Ha ApYyru MyCKYJTHO-CKENeTHU TOUYKM

30075-01 bBuoncusa Ha Meku TbKaHu

Brnrousa: Oypca
Gbacuus
MYCKYII
CYXOXKHUIIHE

MEKOTBHbKAHHO PEHTTEHOBO U3CNEABAHE HA NULIE, TMABA U LLINA
WU3knroyea:
aHeauoepaapusi - 88.40-88.68

**87.03 KAT HATTNIABA
KAT - ckeHupaHe Ha rnasa

KomniotbpHa Tomorpadmsa Ha Mo3bk

Kommtorspaa ToMorpadus Ha raasa BIY

He sxniou6a: KOMIIOTHPHA TOMOTpadus:
* ipu criupainna anruorpadus (57350 [1966])
IIpY CKaHUPaHE Ha:
* rppaeH kom (57001, 57007 [1957])
» 1 kopem (57001-01, 57007-01 [1957])
* JIMIIEBA KOCT U OKoJIOHOCeH cunyc (56030-00, 56036-00 [1956])
* cpenHo yXxo u TemmopanHa kocT (56016-02, 56016-03, 56016-06, 56016-07 [1955])
* opbura (56013-02, 56013-03 [1954])




* nuryurapHa sMka (56010-02, 56010-03 [1953])
56001-00 KomnioTbpHa TOMOrpaumsa Ha MO3bK

56007-00 KomnoTbpHa TOMOrpadumsa Ha MO3bK C UHTPaBEHO3Ha KOHTpacTHa MaTtepus
KomnrorspHa ToMorpadust Ha MO3bK 0€3, CIie]l TOBa C BEeHO3CH KOHTPACT

OPYIro AUWATHOCTUYHO OEPA3HO U3OBEPAXEHUE

**88.91 MATHUTHO PE3OHAHCHO U3OBPAXEHME HA MO3BbK U MO3BbYEH CTBOI
Usknroyea:

UHMpaonepamusHoO Ma2HUMHO Pe30HaHCHO u3obpaxeHue — 88.96

Maz2HUMHO pe30HaHCHO u3o6paxeHue 8 peasHo epeme — 88.96

MarHuTHO pe3oHaHceH ob6pa3

90901-00 MarHMTHO pe3oHaHCcHa Tomorpadusi Ha MO3bK
He sxnrousa: (GyHKIMOHATHO MAarHUTHO PEe30HAHCHO HM3clieBane Ha MO3bK (90901-09 [2015])

AHATOMWYHU U ®U3NONOTNMYHU USMEPBAHUA U MAHYAJTHU U3CNEABAHUA - HEPBHA CUCTEMA U CETUBHU OPFAHU
WN3knroyea:

uscriedsaHe Ha yxo - 95.41-95.49

uscnedsaHe Ha oko - 95.01-95.26

u3bpoeHume npouyedypu, Koeamo ca Yacm om obwo ghusuvecko uscnedsaHe - 89.7

**89.14 EJNIEKTPOEHLIE®AJIOrPAMA

U3knroyea:

makaea c rnonucomHoepacpusi - 89.17

EnekrpoeHuedanorpacums [EET]

11000-00 EnektpoeHuedanorpadus

**89.15 OPYr'n HEONEPATUBHU HEBPOJNIOM'MYHU ®YHKLUNOHANHU TECTOBE
CITyXOBM MPOBOKMPAHMW MOTEHLManm
COMaTOCEH30PH NPOBOKMPaHK NoTeHLUManm

MU3cneaBaHe Ha eBOKMPaHM OTFOBOPU HA LieHTparnHa HepBHa cucTema

Brnousa: TaKaBa 4pe3 KOMITIOTPU3UPAHO YCPEAHEHH TEXHUKH

3abenescka: EnHO u3cnenBaHe — eIMH CTUMYJ B €1HA TOYKA
Bropo uny nocneasany u3cieBaHus — pa3IMYeH CTUMYJI B ChIllaTa TOYKa WU JIpyra
TOYKA Ha CTUMYJIUpaHe

He sxmousa: TakaBa, BKIIOYBAINU ayauoMeTpus (Bux 0ok [1839])

11024-00 W3cneaBaHe Ha eBOKMPaHM NOTEHLMAaNM Ha LieHTparnHa HepBHa cuctema, 1 unm 2
nacneaBaHmsa

11027-00 W3cnegBaHe Ha eBOKMpaHM MNOTEHLMANWN Ha LieHTpanHa HepBHa cucTemMa, = 3 n3crnegBaHus

**90.09 U3CNEOBAHE HA JIUKBOP
0610 n3cneaBaHe Ha IMKBOP, NPOTEVNHOrpama, UMYHOrnoBynH1
**90.59 U3CNEOBAHE HA KPbB
BknouBa 3aALIKMTENHO CrieAHUTEe U3CneaABaHus:
BroxmmunyHmu (kpbBHa 3axap, ypes, kpeaTuHuH, enektponuti, ASAT n ALAT);
Xemartonoruynu — MKK;

Mo npeLeHKa Ha NeKyBalLms nekap ce U3BbPLUBAT U:
MeTabonnTeH CKPUHWHF Ha KPbB

eHeTU4YHO nM3cneaBaHe, [JHK aHanua

CepyMHO HMBO Ha kap6amasenvH u/unv Bannpoat

OWATHOCTUYHA ®U3UKANHA TEPANUA

**93.08 ENIEKTPOMUOrPA®UA
Usknroyea:

EMI Ha oko - 95.25

makaea ¢ rnonucomHoepacpusi - 89.17
EMI Ha ypempaneH cgpuHkmep - 89.23

HeBpomyCKynHa eNieKTpoanarHoCTukKa

EMTI [enekrpomuorpadusi]:

* Ha > | MycKymn(n)

* U3MOJI3BAKN KPBIOBH UIJICHU €IEKTPOIN
HW3cnenBane Ha HEBPOMYCKYJIHA IPOBOAUMOCT




11012-00 Enektpomwuorpadus (EMI)
He exnousa: MyCKyJM Ha Ta30BO AbHO M aHalieH cuukTep (11833-01 [1859])

OBLUO N CYBEKTUBHO U3CNEOBAHE HA OKO
**95.02 Mb/IHO U3CNTEABAHE HA OKO

M3mepBaHe unu uscrnenBaHe Ha 3puTeriHa pyHKUUA

96038-00 WNamepBaHe Ha 3puTenHa ocTpoTa

**95.05 U3CNEOBAHE HA 3PUTENHO NOJE

MepumeTtpus

3cnenBaHe Ha 3pUTEIHO I10JIE
96041-00 MaHyanHa nepumeTpus, ABYCTPaHHO
OBEKTUBHU ®YHKLUWOHANHW TECTOBE HA OKO

WUsknroyea:
makuea ¢ rnonucomHozpagusi — 89.17

**95.23 BU3YAITHU EBOKUPAHU NOTEHLUMANKU

.U,pym AWarHoCTU4HU O4YHU TeCTOBE, N3MEepBaHNA NN nacriegBaHnsa

92015-00 BwmsyaneH eBokunpaH noTeHuman [BEIM]

OCHOBHU TEPAMNMEBTU4YHM NPOLIEAYPU

*31.1 BPEMEHHA TPAXEOCTOMMA
TpaxeocTomus 3a nognomaraHe Ha auaHeTo

TpaxeocTomus

41881-00 OTBOpEHa TpaxeoCcToOMMUsi, BPEMEHHA
Tpaxeoctomust BJIY

Braiousa: OTACIIAHEC HA TUPOUJACH UCTMYC
OTACIIAHEC HAa TOAC3UYHU MYCKYJIN

OPYrA MEXAHWYHA BEHTUNNALINA

BkniouBa: eHOoTpaxeanHo pecnmpaTopHo acucTupaHe

MHTEpMUTMPaLLA MaHfaTopHa BeHTunauus (IMV)

MO3UTMBHO KpanHO eKkcrnnpaTopHo HansraHe (PEEP)

BEHTUNauus ¢ nognomMarailo HansraHe (PSV)

TakuBa npes Tpaxeoctoma

OTBUKBaHE Ha UHTYGMpaH (eHAoTpaxeanHo) nauneHT

TakaBa npv TpaxeocToMus

WU3knroyea:

cbwomo ¢ macka - 93.90-93.99

CbWOMO ¢ HasasiHa KaHrona - 93.90-93.99

CcbWomo ¢ HasasneH 8b30yx0800 - 93.90-93.99

8eHmMunayus ¢ nPoOBLKUMETHO ompuuyamenHo HansizaHe (CNP) (xeneseH 651 0pob) (kropac) - 93.99
POOBL/IKUMESIHO MNO3UMUBHO Harns2aHe 8 OuxamenHume nbmuwa (CPAP) - 93.90
OQuwaHe ¢ UHMepMumMuUpaujo Mo3uMusHo Hansizaxe (IPPB) - 93.91

*96.71 NPOABINKUTENHA MEXAHUYHA BEHTUITALIMA NOA 96 NOCNEQOBATEJIHU YACA
*96.72 NPOOBINKUTENHA MEXAHUYHA BEHTUINALUA 3A 96 UITU NMOBEYE NOCNEOOBATENHU YACA

BEHTMnaTOpHO noanomMmaraHe

Bi-HMBO ¢ NO3UTHBHO BB3AYyIIHO Haisrane [BiPAP] [BeHTHIanms ¢ 0cBOOOKAaBaIO HalsIraHe |
[koHTpOJI Ha HasiraHe Ha BEHTUJIALMATA] C €HAOTpaxealHa TPb0a UM TPaXeOCTOMUS
IIpoabmxuTeIHO NO3UTUBHO Hassrane npu ooaumsane [CPAP] ¢ engoTpaxeanna Tpp6a —
TPaxeoCTOMHUS

IIpomennuBa 3aapmkuTenHa BeHTHAAMS [IMV]

VHBa3MBHA BEHTHJIAITUS




MexaHu4yHa BEHTHIIALNSA

Hansrane ¢ no3uTHBeH eKcIupaTopeH Kpai

Bentunanus ¢ moanomMaraiio Haisirane [PSV]

CuHXpOHHA IPOMEHJIMBA 3a/IbJKUTENHA BeHTmanus [SIMV]

Braousa: eHJ0TpaxealHa:
* HHTYOAaIus
* ACHCTHPAHO JHIIAHE
MEXaHWYHA BEHTHJIAIHS C:
* eanorpaxeanHa Tpeda (ETT)
* Ha3ajaHa
* opaiHa
* TPaxeoCTOMUS
OTy4YBaHe Ha UHTYOHpaH (eHIoTpaxeanHa Tpb0a, TPaXeoCTOMHS) MALEHT C HAKAKbB
METO/I

Kooupaii cvwo koeamo e nanpasena:

* TPaXxeoCTOMHUSI:

* mepkytanHa (41880-00 [536])

* nmoctosinHa (41881-01 [536])

* BpemeHHa (41881-00 [536])

He exmousa: mpobIDKUTETHA BEeHTWIAIMS ¢ HeratuBHO Haysrane [CNPV] (92041-00 [568])
JIUILIAHE C IPOMEHJIMBO N03uTHBHO HaisiraHe [IPPB] (Bux 61ok [570])
BEHTHJIALUS C IPOMEHIIMBO MO3UTUBHO Hajsirane [[PPV] (Buxk 610k [570])
HEHWHBA3WBHO IOIIOMarane Ha guiinane (B 0710k [570])

13882-01 [pwka 1 nogabp)kaHe Ha NPOABLIMKUTENHO NOANOMAaraHe Ha guwaHeTo > 24 n < 96 yaca
13882-02 [pwka u nogabpXKaHe Ha NPOABbIMKUTENHO nognomaraHe Ha guwaHeTo = 96 yaca

UHXEKLWA UNU NHOY3UA HA OPYIO JIEYEBHO UKW NPO®UNAKTUYHO BELLECTBO
BknouBa:

NOAKOXHA MHXEKLUS U MHADY3US C MECTHO UK OBLLO AeicTBre

MHTPaMyCKyIHa WHXEKLUA U MHAY3us ¢ MECTHO Unu obLLo AercTBre

MHTPaBEHO3Ha MHXXEKLMS 1IN UHAY3US C MECTHO Unu oBLLO AelicTBre

*99.23 MHXEKLUUA HA CTEPOUA
VHXEKUMUS Ha KOPTU3OH

Mpunoxene Ha papmakotepanma

ITpunarane Ha hapMaKOJIOIUYHH areHTH ChC CUCTEMEH €(EeKT

He sxniouga: mpuiaraie Ha:
* KPBB U KPBbBHU IIPOLYKTH (Brok 0ok [1893])
* (hapMaKoJIOTHYEH areHT 3a:
* anecre3ust (Brok Ookose [1333], [1909] u [1910])
*» umyHH3anus (Bux Ookose [1881] no [1884])
« tokasieH edekt (Brk Munekc: MHkeKTHpaHe, 10 JIOKaNIN3anus 1 HHKEKTUpPaHe,
TI0 BHIOBE, 110 JIOKAIN3aIHs)
* MOBE/ICHUE TIPH eKTONMMYHA OpeMeHHoCT (BrK 0710k [1256])
* moBezieHue npu Ooska (Bux O10koBe [31] o [37] u [60] no [66] u [1552])
* nepdy3us (Brx 610k [1886])
* BakcuHanus (Bmwk 01okoBe [1881] mo [1883])
XUPYPTrUUeCKO NpUIaraHe Ha XUMHOTEPANIeBTUYHU areHTH (BUoK 0J10K[741])
3abenescka: TlocneaBalUsT CIUCHK C MPUIIOKEHHS € Ch3/aJIeH 3a yIoTpeda ¢ KOJOBeTe OT OJIOK
[1920] Ipunarane Ha papmakoTeparnus

96199-03  NHTpaBeHO3HO NpuNoXxeHue Ha YapMaKkosIorMyeH areHT, ctepong
IIpunarane Ha GpapMaKoJIOTHUECH areHT Ypes:
* HH(Y3UOHEH MOPT
* Port-A-Cath
* pe3epBoap (TIOJIKOKEH)
* YCTPOMCTBO 32 CH/IOB JOCTHI
* BEHO3EH KaTeThp
Kooupaii cvuo xoeamo e nanpasena:
* IOCTaBSIHE, H3BAXKIAHE WJIM PEBHU3US HAa YCTPOHCTBO 3a CHJIOB JOCTHIT (BYIK OJIOK [766])
* 3apeX/IaHe Ha yCTPOMCTBO 3a JocTaBsiHe Ha MeaukaMeHTH (96209 [1920])

He sxnrousa: XupypriuyHa KaTeTepu3alys ¢ IpUiiaraie Ha XUMHOTEPANeBTHYCH areHT (BUXK OJI0K




[741])

96197-03  MycCKynHO npunoxeHne Ha papMakosiormdeH areHT, ctepouns,

*99.29 MHXEKLUUA UITU UHDY3UA HA APYTO NIEYEBHO UITU MPO®UITAKTUYHO BELLECTBO

96199-09 NHTpaBeHO3HO NpunoXxeHne Ha GapMakonornyeH areHT, Apyr u HecrneundguyeH

dapmMakonormyeH areHT

IIpunarane Ha GpapMaKoJIOTHUCH areHT Ypes:

* HH(Y3UOHEH MOPT

* Port-A-Cath

* pe3epBoap (TIOIKOKEH)

* YCTPOMCTBO 3a CHI0B AOCTHII

* BEHO3EH KaTeThp

Kooupaii cvwo koeamo e nanpasena:

* [IOCTABSIHE, U3BAXK/IAHE WITM PEBU3US Ha YCTPOUCTBO 3a CHJIOB AOCTBHII (BHK OJIOK [766])

* 3ape/IaHe Ha yCTPOMCTBO 3a 10cTaBsiHE Ha MeaukaMeHTH (96209 [1920])

He sxnousa: XupypruyHa KaTeTepu3alys ¢ puiarane Ha XAMHOTEParieBTHYEH areHT (BUK OJI0K
[741])

96197-09  MycKynHO npunoxeHne Ha hapMakorfiorMyeH areHT, gpyr n HecneunduyeH
dapmakonoruyeH areHT

96200-09 [NogKoXHO NPUIOXeHWe Ha hbapmakonorMyeH areHT, apyr U HecneumduyieH
hapmMakonornyeH areHt
Kooupaii cvwo koeamo e nanpagena:
* 3apekJIaHe Ha YCTPOMCTBO 3a TocTaBsgHe Ha MeaukameHnTu (96209 [1920])

M3nckBaHe: KnnHnyHaTa nbTeka ce cuMTa 3a 3aBbpLUeHa, ako ca MPUIOXEHU U OTYETeHU
[ABe OCHOBHM AMarHOCTUYHM U ejHa OCHOBHa TepaneBTUYHa npoueaypa, nocoyeHun B 6rok Kogose
Ha OCHOBHM npoueaypu.

Mpn puarHosam ¢ kopgose E75.2, E75.4, G11.1, G11.3, kato 3agbimkmtenHa TpeTa
AnarHoCTMYHa npoueaypa ce npunarat Hakou oT cnegHute: **16.21, 11212-00, **95.02, 96038-00,
**95.05, 96041-00. B Te3n cnyvaun kKnMHMYHaTa NbTeka ce OTYMTa C TPU OCHOBHU ANArHOCTUYHU U
[Be OCHOBHW TepaneBTU4HU nNpoueaypu.

3a BCMYKM KIMHUYHM NBTEKUW, B UYUWUTO anroputTbM ca BKIOYEHUM o06pasHu
nscneaBaHus (peHtreHorpacdun, KT/MPT v ap.), Aa ce uma npeaBua crnegHoTo:

Bcuukn meamko-gMarHOCTUYHU U3cnenBaHUA ce 06EKTUBU3UPAT CaMO C OPUIMHaNHU
OOKYMEHTU, KOUTO 3aAbJKUTENHO ce npukpensBaT KbM WU3. PeHTreHoBute counmu vnu apyr
HocuTen npu obpasHu uscneaBaHus ce nNpukpensat kbM U3.

Pesyntatnte OT pEeHTreHONornyHuTe uscrneaBaHus ce MHTeprnpeTupaT OT cneuuanucT no
obpasHa AmMarHocTuKa, CbrnacHo MeauumHcku ctaHgapT ,ObpasHa gnarHoctuka”.

[OKyMeHTBbT C pesyntatuTe OT NpoBeAeHM 06pasHu n3cneaBaHns CbabpiKa 3a4bMKUTENHO:

- TpUTE UMEeHa 1 Bb3pacTTa Ha NauneHTa;

- AaTtaTa Ha uscrnegBaHeTo;

- BMAa Ha uscneaBaHeTo;

- NofyvyeHuTe pesyntaTu oT n3cnegBaHeTo N HEroBOTO ThIIKYBaHe;

- MOANUC Ha nekaps, U3BbPLLWI U3CreaBaHeTo.

dnwbT ce npukpensa kbm N3.

B cnyyauTe, koraTto pesyntatute OT npoBeaeHn obpasHu n3cneaBaHns He MoraT Aa octaHar
B 6onHM4HOTO NeyebHo 3aBefeHue, B N3 Ha naumeHTa cnegsa da ce onuwie TOYHO pesynTaTa oT
nposefeHOTO 0bpas3HO mM3cnegBaHe, a caMmuTe CHMMKM OT Hero ce npefocTaBAaAT Ha nauueHTa
cpeLuy nognuc B U3.



. YCnoBua 3A CKIHYBAHE HA OOroBoP U 3A U3NBLIAHEHUE HA KIIMHUYHATA
NbTEKA

KnvHnyHaTa nbTeka BKAOYBaA OEWHOCTU M ycnyrM oT obxBaTa Ha MeauumHcKatTa chneumanHocT
.,HepBHM GonecTtn®, ocbllecTBABaHa Hai-Manko Ha BTOPO HMBO Ha KOMMETEHTHOCT, CbIMacHo
MeOuumMHCKN cTaHaapT ,HepBHu Gonectn®, oT ob6xBaTa Ha MeAuMUMHCKaTa crneumanHocT ,JleTcka
HeBponorus®, ocbLecTBABaHa HaW-Manko Ha BTOPO HMBO Ha KOMMETEHTHOCT, CbrflacHO
MeauLMHCKN cTaHaapT ,HepBHu 6onectn” (3a geua oo 18 roguHn).

1. SAABIDKUTENHU 3BEHA, MEOULUMHCKA AMNAPATYPA U OBOPYOBAHE, HAITUYHU U
PYHKUNMOHUPALLUUN HA TEPUTOPUATA HA JNIEMEBHOTO 3ABEOEHUE, U3NBITHATEN HA
BOJIHUYHA NMOMOLY,

JleyebHOTO 3aBefeHue 3a GONMHUYHA MOMOLL, MOXE [a OCUrypu 4Ype3 AOroBop, BMEHEHUTE KaTo
3a4bIHKUTENHN 3BEHA, MEOULMHCKA anapaTypa u obopyaBaHe, 1 ¢ Apyro neyebHo 3aBefdeHune 3a

M3BbHOONHNYHA MM OOMNMHUYHA NOMOLL, pa3nonoXeHo Ha TepuTopudaTa My U nmMmawlo gorosop c
H3OK.

3agbmxuTenHo 3BeHo/MeauLIMHCKA anapaTtypa
1. KnuHuka/otgeneHve no HeBponorns
WK AeTcka HeBpororus
2. KnnHnyna nabopatopus ot |l unu lll HMBo n Bb3amokHocT 3a KA
3. EEl — kabuHeT (anapaT)
4. EMI — kabuHeT (anapaT), BKIYUTENHO 3a n3cregsaHe Ha Npean3BukaHn noTeHumanm

*- B cnyyawnTe, korato JIBBI He pa3nonara cbc cobcTBeHa knuHMYHa nabopartopus, To cneisa aa
OCUIypU OCBLLECTBABAHETO Ha AEeWHOCT MO KNWHW4YHa nabopaTopusi OT CbOTBETHOTO HMBO, MO
JOroBOp CbC cCaMoCTOsTENHa MeanKo-AMarHocTnyHa nabopaTtopus unu ¢ KNMHUYHa nabopartopus
— CTpYKTypa Ha gpyro nedebHo 3aBefeHue. B Tesn cnyyan nabopartopudTta, C KOSATO € CKIoYeH
JOroBopw®T, crieaga Aa 6bae pasnonoxeHa B eaHa U cblia crpaga ¢ 6onHuuata unu B paMkuTe Ha
bonHmuyata. C pgoroBopa 3agbikutenHo ce obesneyaBa 24-4acoBO OCbLUECTBSIBAHE Ha
OEeNHOCTUTE MO KNMHUYHA nabopaTopust 3a HYXXAUTE Ha CTPyKTypaTa no HepBHM BonecTu.

2. 3AO0BLIDKUTENHW 3BEHA, MEOUMUMHCKA ANAPATYPA W OBOPYOBAHE,
HEOBXOAMMU 3A U3INBIAHEHUE HA ANMTOPUTBMA HA NMBTEKATA, HEHANNMYHU HA
TEPUTOPUATA HA NEMEBHOTO 3ABEOEHUE, U3NBJIIHATEN HA BOJNTHUYHA MOMOLL
JleuebHOTO 3aBegeHue 3a GOMHUYHA MOMOLL MOXE [a OCUIypu LEeWHOCTTa Ha CbOTBETHOTO
3abMKMTENHO 3BEHO Ype3 A0roBop C ApYro neyvebHo 3aBedeHne Ha TepuUTopusita Ha HaceneHoTo
MSICTO, KOETO OTroBapsi Ha U3UCKBaHMATa 3a anapaTtypa, obopyasaHe u cneunanuctu 3a Tasm KM un
uma gorosop ¢ H3OK.

3aabmKMTEeNnHO 3BeHo/MeAMLIMHCKA anapartypa
1. OBbpasHa AuarHocTuka — peHTreHOB anaparT 3a ckonus 1 rpadus
2. O6pasHa gnarHoctuka — KT nnm MPT
3. JlabopaTtopus (oTgeneHme) no KNMHUYHa NaTonorms
4. MukpobuonormyHa nabopartopusi, Ha TepuTopuUsiTa Ha obnacrtra

3. HEOBXOOUMU CNEUNANNCTU 3A UBNBITHEHUE HA KITMHUYHATA MbTEKA.

- Nekap — OBaMa fekapu CbC CrneuuariHoCT MO HEBPONOrvMsl  3a KNMHMKa/oTaeneHue no
HeBpororms

wnu gBama C npugobuta crneuuanHocT AeTcka HEBPONOrMst 3a KIMHUKa/oTAeneHvue mno
JeTcKa HeBpororus

nnn nekap - cneunanuct no AOeTCKu Sonectw, cneunannsnpan B obnactta Ha getckarta
HeBpOJiorng, pa60Tem B AeTCKa HeBpPOJIormMyHa KIMHUKa/ OTOEeneHne;

- nekap - cneumanuct no duavkania u pexabunutaumoHHa MeanLmHa;
- ncuxonor.



4. [OOMBIHUTENHU WU3UCKBAHUA 3A MWU3NBJIIHEHUWE HA AJNTMOPUTBMA HA
KMUMHUYHATA NbTEKA:

4.1. KabuHet/otgeneHne no ¢u3MkanHa M pexabunutaumMoHHa MeguUMHA — Ha
TepuTopusiTa Ha ne4ebHOTO 3aBeAeHMe, U3MbITHUTEN Ha BGOMHUYHA NOMOLL,.

4.2. KabuHeT no odranmonorus — gonycka ce gorosop ¢ apyro J13 3a ocurypsieaHe Ha
JenHocTTa.

4.3. KabuHeT 32 NCUXOMETPUYHO U HEBPOMNCUXONOrMYHO U3CneaBaHe - Ha TepuTopusTa
Ha nNe4yeBHOTO 3aBefeHMe, U3MbITHUTEN Ha OONMHNYHA NOMOLL,.

4.4. 3a EEI — HeBponor/geTcku HEBPOMOr WNn neguaTbp cneumanuaupaH B obnactra Ha
aetckaTta HeBposnorus, C  JonbrHUTEnHa KBanudrkaums 3a N3BbpLUBAHE Ha
enekTpoeHuedanorpadus, yaoctoBepeHa 4ype3 ceptudumkaT (CbrnacHO MeAMUUHCKW cTaHgapT
“HepBHu bonecTtu”).

4.5. 3a EMI' — HeBponor/geTcku HEBpPONOr UNU Neanatbp crneuvanunanpad B obnactra Ha
JeTckata HeBpoOnorud, ¢ ONbIHMUTENHA KBanMdukaums 3a u3BbpLUBaHe Ha enekTpomuorpadpus,
yoocToBepeHa upes ceptudukat (CbrnacHo MeanumnHckm ctaHgapT “HepsHu 6onectu”).

Il. AHOUKALIUN 3A XOCTNMUTANTU3ALINA U NEYEHUE
1. AHOUKALIUN 3A XOCTNMUTANN3ALIUA:

e ChNELHN CbCTOSHWS, CBbp3aHM C OCHOBHOTO 3abonsiBaHe, HEMOBMMSABALLN cCe OT
neyeHne B ambynaTopHN YCNOBUS;

e TEXKM cry4yan C TexbK KBagpunapeTnyeH wn ncesgobynbapeH cuHOAPOM C
HeobXoQUMOCT OT NapeHTepanHo XpaHeHe;

[MbpBOHAYaNHO AMarHOCTUYHO YTOYHABAHE U fleYeHne Ha NauneHTn CbC:

e neBKOAUCTPOMMYHMS WM OBbMeHeH eHuedanonaTteH CUHAPOM C Mporpecupaty
HeBposornyeH aeuuunT;

e OCTPO HaCTbMNBALLO (32 MbPBM MbT) NN PeLUanBMPaLLO CbCTOAHME Ha KONMMYECTBEHU
HapyLleHns Ha Cb3HaHMETO, MOBPbLUAHe, aTtakCus UNM PUTbMHU Pa3CcTPOMCTBa Ha
OVLLaHeTOo;

e liepebenapeH cCUHAPOM, 3aAHOCTBNOLIOBa aTakcus;

e eKcTpanvpamugeH CUHOPOM;

e [ONHa cnacTuyHa napanapesa;

e VHTenekTyaneH geduumnT (YyMCTBEHA U30CTaHanNoCT);

®  KNWUHWYHM AaHHW 3a O,

e [lnaHupaHo rneyeHWe CbrNacHo oOnpederneHWs TepaneBTWYEeH MnaH creg
MbpBOHAYanHO [AMAarHOCTUYHO YTOYHSBAHE Ha NauMeHTM C HacneacTBeHUM W
AereHepaTuBHM 3abonsiBaHMSA Ha HepBHaTa cucCTeMa C Havano B AeTcka Bb3pacT,
3acarawm LIHC.

OerHoctute u ycnyrmte no Tasm Kl ce ocbliecTBsiBaT He3abaBHO unu ce nnaHvpar 3a
U3NbIHEHNE B 3aBMCMMOCT OT pa3BUTMETO, TEXKECTTa U OCTpOoTaTa Ha CbOTBETHOTO 3abonsABaHe 1
onpegeneHns anarHoCTMYHo-neyYebeH nnax.

2. AINATHOCTWUYHO - IEYEBEH ANNTOPUTBM.
AWATHOCTUYHO - JIEYEBHUAT ANTOPUTBM E 3AO0BLIDKUTENEH 3A
U3NBbIHEHUE U ONPEOENA NAKETA OT BOJTHUYHU 30PABHU OEMHOCTU, KOUTO CE

SAMNALLUAT NO TA3U KNUHUYHA NMBTEKA.
Mprem n n3roTBsiHE Ha ANArHOCTUYHO-NIeYebeH nnaH.

JleyeHmeTo 3anoysa cnes YTO4YHABaAHE Ha AmMarHo3ata Ha 0asaTa Ha KIMMHUYHUTE CUMMITOMU



1 NpoBeaeHUTe HeobXxoanMu n3cnenBaHus.

OUATHO3A:

3a auarHocTuuupaHe Ha “neBkoguctpodpma’™ KT u MPT Ha rnmaBeH MO3bK, JIMKBOPHO
nacrnenBaHe (obwo u enektpodopesa, lg), 3EM, CEl, meTabonnteH CKPUHWHI, ObITOBEPUNKHA
MacTHM KucenuHu (3a agpeHoBekoguctpodus), N-dietyl-aspartat (3a Canavan), cepymHa
apuncyndarasa A (3a MeTaxpoMaTuiHa NeBKoaNCTpodus), ranakrouepedbposng B-ranakrosmgasa
(3a neskoguctpocpmss TN Kpabe), reHeTuuHnm wmscnegBaHus, EEI, wmo3byHa 6Guoncus
XMCTOMATOSIOMMYHO U3crnensaHe, NCMxonormyHo uacnegsaHe, EMI/EHI. OO c gpyru npouecu B
paHHOTO [[eTCTBO C nogobHa cumnTomMaTvka KaTto nepcuctupawim HeBpouHdekummn (SSPE;
nogoctbp HIV eHuedanut); MHOXecTBeHa ckneposa - Tun Balo u tun Schilder; mo3byeH Tymop;
onuropeHns; OeTcku ncuxmyHn 3abonsBaHus (MHdaHTuneH aytusbM; cuHgpom Ha Heller;
wmn3opeHeH CMHOPOM B ETCTBOTO), CTaumoHmpanu npouecu (OLUIM, xpomo3oMHn aHomanum).

3a guarHoctuuupaHe Ha nonuoguctpocus - MPT n KT Ha rmaBeH MO3bK, MO3b4Ha
ouorncusa ¢ XUCTOMOIMMYHO U XUCTOXMMWYHO un3cnedBaHe, KoxHa Ouoncusa, EEI, 3EM, CEIMM,
mMeTabonutHu mnscneasaHuda. A ¢ opyru npouecy B paHHOTO AETCTBO C nogobHa cumnToMaTtumka
KaTo neBKkoaUCTpodun, obmeHHM eHuedanonatun, nepcucTupawmn HespouHdekuun (SSPE;
nogoctbp HIV eHuedanuT); MHOXecTBeHa ckneposa - Tun Balo n tun Schilder; mo3byeH Tymop;
onurodopeHns; OeTCckM NCuxmyHu 3abonsaBaHua (MHMaHTUNeH aytmsbMm; cuHgpom Ha Heller;
wn3oppeHeH CMHOPOM B AETCTBOTO), CTaumoHmpanu npouecu (OLIM, xpoMo3oMHM aHOoManum).

3a guarHocTMuMpaHe Ha obMeHHU eHuedanonaTum - 24-yacoea ypuHa 3a MeTabonuTeH
CKPUHWHT - ranakTtos3a, OpoToBa K-Ha (xunepamoHemus); men (6onect Ha Wilson), cnanoBa K-Ha;
Oenesun Ha peHanHa TyOynapHa anceyHkumsa (Lowe, Hartnup); ammHokmMcenMHu (ammHoaumaypum),
BKM. TeCT 3a (EHWIKETOHYpUsl, OPraHuWyHW KUcenuHu, cyndartman, Mykononusaxapuaw,
onvrosaxapugun, XoMOUUCTEUH; KPpBbB: 00N BUOXMMNYHM n3crneaBaHmst U MeTabonmTeH CKPUHUHL
3a [1I0KO3a, KeToTena, ypes, aMoHsK (xunepamoHemumn), AKP, nupyBar, nakraT, enekTponuTtu,
YepHOAPOOHN  PyHKUMM  (€H3umK, XonecTepon, Tpurnuuepugun), Med, LepynonnasmMuH;
exocpaghusi Ha cbpue, YepeH Opob, 6L6peyu. OO c neskogncTpodun, NONMOAUCTPODUN,
nogoCTpy 1 NepCUCTMpaLLn eHuedanmTu.

3a pguarHocTuuupaHe Ha LUepebenapHuM AereHepaTMBHM 3abonsiBaHMA (cnuHoue-
pebenapHn, uepebenapHu u uepebpouepebenapHm atakcum): KT n MPT Ha rnmaBeH wu
rpbOHadYeH MO3bK, FNMKBOPHO u3crneaBaHe (obwo wu enektpodopesa, lg), mwuenorpadpus;
BUPYCOMNOMMYHU, CEPONOrMYHN mn3cnedBanusa 3a nyec, HIV; EEl;, EMIT; eBoknpaHn noTeHumnanu
(ctBonosu cniyxosu El, 3putenHn EI, comatoceH30pHW); OTOHEBPOSOrMYHO U3CneaBaHe,
exorpacdmsi Ha BbTPELIHW OpraHu, BKI. exokapauorpadus, Guoncus OT nepudepeH HepB U
MYCKYI; HEBPOBEreTONOrMYHO M3cneaBaHe; UMyHOMOIMYHO M3cneaBaHe; reHeTUYHO M3creaBaHe.
0nA c Quri-mankomosbyHa dopma, NeBKOAUCTPOUN.

3a gMarHocTuuupaHe Ha eKcTpanupamMmuaHu gereHepaTMBHU 3abonsiBaHUA C Ha4vasno B
peTtckata Bb3pacT- KT n MPT Ha rmaBeH mMo3bk, nscnegsaHe Ha Cu B cepyMm n ypuHa 1 TecT C
KynpeHun, uepynonnasmuH, wu3cnegsaHe Ha obw, wn  wnoHusupadH Ca*+ (3a OO c¢
XunonapatvMpeouamssMm), nukeop (3a O ¢ nogoctbp eHuedanut), KPbBHU U BUOXUMUYHU W3-
cnegBaHusd, koarynaumoHeH npodoun (3a OO c npotemH C-, S geduumnt, XOMOUUCTEUHYPUS),
na3crnenBaHnsa 3a CUCTEMEH BacKynuT (aHTUNynycHu aHtutena, LE kneTku, aHTMkapavonunnHosu
aHTuTena (O c aHTudpochonMnuaeH CUHOPOM).

3a pumarHocTuuupaHe Ha damunHa cnactuyHa napannerusa: MPT Ha rnaeseH u
rpbbHavyeH Mo3bk, KT Ha rmaBeH u rpbOHayYeH MO3bK, JIMKBOPHO M3crefBaHe, FEeHETUYHO U
MONEKynapHO-reHeTUYHO u3cnegBaHe, Metabonusbm Ha But. B12; OO c¢ OUM, rpbbHayvHo-
MO3b4eH obemeH npouec, B12 gedunuunt, neskoguctpodus

3a aunarHoctuumpaHe Ha AUMN - KT Ha rmaeeH mo3bk, MPT (kopTukanHu gucnnasuu), EET,
NCUXOJTOrMYHO U3criefBaHe.

3a gnarHocTuumpaHe Ha “yMCcCTBEHa U30CTaHanocT”’ — MCUXOJNIOrMYHO M3cneaBaHe 3a



YTOUYHSIBaHe Ha cTeneHTa Ha ymcTBeHaTa usocrtaHanocTt, KT Ha rmaBeH Mo3bk, MPT Ha rnaseH
MO3bK, MeTabonuTeH CKPWHWHF, reHeTUdHW u3cregBaHus (uutoreHetTudHn w/wnu OHK aHanms),
CEepoNiorMyHn  M3cnefBaHusA 3a [JdokasBaHe Ha BpogeHu WHdeKkumMn (uuTtomMeranoBupycw,
ToKconnasmosa, xepnec u gp.), EET.

NEYEHMUE:

Mpwn neBkoguctpodcun, nonuoaucTpocun, OOGMeHHM eHuedanonaTum,
cnuHouepebenapHu AereHepauuum, AereHepauuMm B 6asanHuTe sfAApa NeyeHueTo e
CYMMTOMAaTUYHO U BKIHOYBA:

HooTtponHu cpeactsa.

AHTMENUNEeNnTUYHN MeaUKaMeHTH (Npyu HeoBxoaMMOCT).

MeaukameHTH 3a NOBNUSAABaHe Ha MYCKYJTHUSA TOHYC (Npy HEOBXOAMMOCT).

Mpu BB36YyAa (npu HeobxoanmocT):

e [lpn ekctpanupamupeH cuHpgpom - DOPA aroHnctm n DOPA — cbobpxawm
MeanKamMeHTH.

Butamuuu ot rpyna B, C.

OuxatenHa peaHumaumsa - npu HeobxoaMmocT (Mpu gucmeTabonuTHW eHuedanonatuu,
enunenTuyeH cTaTyc).

BopgHo-coneBa peaHumauus (npu Heob6xoanMocT).

Kopekuma Ha HapylweHusiTa Ha  ankanHo-KMCenUHHOTO paBHoBecue  (Npu
HeobxoauMocCT).

Mpu xunepamoHeMus: neyeHne B UHTEH3MBHO OTAeNeHne nNpyv HeobXOAMMOCT 3a neveHve
Ha xunepaMoHeMu4YHama Koma:

- Xemoauanuaa unu neputoHeanHa guanuasa.

[BuratenHa pexabunutauua un cousmoTepanus.

34paBHU FPUXN.

NP NEYEHUE NO KNUHUYHATA MBbTEKA, NEYEBHOTO 3ABEOEHUE E OITbXHO
OA OCUI'YPABA CIMNA3BAHETO MNPABATA HA MNMALUMEHTA, YCTAHOBEHU B 3AKOHA 3A
3[APABETO.

NMPABATA HA MNMALUMEHTA CE YNPAXHABAT NPU CNA3BAHE HA NPABUITHUKA 3A
YCTPOUCTBOTO, JEMHOCTTA U BbTPELUHUA PEQ HA NEYEBEHOTO 3ABEQEHMUE.

3. NOCTABAHE HA OKOHYATEJTHA ANATHO3A.

OkoHuyaTenHaTta gmarHosa ce nocTtaBs Ha 6asaTta Ha aHaMHECTUYHUTE AaHHW, COMATUYHUS U
HEBPOSIOTMYHMA CTaTyC, NPOBEAEHUTE MapPaKUHUYHU U3CneaBaHua W KIWMHUYHUS X044 Ha
3abonaBaHeTo. [marHo3ata ‘“sreekoducmpogpusi” ce nocrtaBa Ha 0asaTa Ha nporpecupaly
KBagpunapeTunyeH, LuepebenapeH, AeMeHTEeH enunenTuieH cMHgpom, ambnmonud, amaesposa, MPT
OaHHKW 33 AeMUenvHM3auns, JaHHUTe OT MeTaboNMTHUSA CKPUHMHT U €H3UMHUTE U3CnefBaHusi, B
HAkon cnyyam n EMIT gaHHM 3a cermeHTHa gAemMuenunHusauusd, Kakto n oT bmoncusaTa oT MO3bK,
nepudepeH Hep. [uarHosata “memabonumHa eHuyeghbanionamusi” ce nocTaBss npwu
rnocmerneHHO rpoepecupaw; KeaapunapeTuyeH, uepebenapeH, OeMEHTEH W  enunenTU4eH
CUHOPOM, 3pUTENHU HapyLUEeHWs, B HAKOM Criydaum CbyeTaH C XenaTo-CrnfieHoMeranus, KOCTHWU
aHomanuu; peyudusupawiu nPUCMbIHU CbCMOSHUS C KONMMYECTBEHM HAPYLLEHNS HA Cb3HAHUETO,



aTakcusl, Ookas3BaHe Ha cneuudumyeH eHsumeH M MeTabonuTeH aedekT 4upe3 MeTabonuTeH
CKPUHWHI,  MONeKynspHo-bmnonormdHn  mscnegBaHusa. [lpu MPT ce pokasBa HapyllieHa
MUENMHU3aLNs. OnarHosaTta “uepebenapHu AereHepaTuBHU 3abonsaBaHuA
(cnuHouepebenapHu, uepebenapHu U uUepebOpouepebenapHM arTakcum)” ce MNocTaBs Ha
fasata Ha aHaMHeCTWYHUTE [aHHW, COMaTU4HMA U HEBPOSIOrMYEH CcTaTyCc, MpoBedeHUTe
nabopaTopHu n3cneaBaHust, HANMYMEeTO Ha HacnNeaCcTBEHOCT U KIMHUYHMA X0 Ha 3abonsBaHeTo.
OwnarHozata  “4UIT”: npu  Henporpecupall  HeBponornyeH  geduvunt  (NMUpaMugHu,
ekcTpanvpamMmugHu, uepebenapHu yepexaanuns), KT ¢ KUCTUYHK, aTpodUYHN Ne3nn, areHesnn, npu
MPT - kopoBu Aucnnasuu, XeTepoTonuu, HapylleHo rupoobpasyBaHe v T.H. [marHosaTta
“YyMCTBeHa M3ocTaHanocTt’ ce NocTaBs Crefd M3KNoYBaHe Ha Apyra npuynHa (gucmeTtabonuTHa)
3a CMHOPOM NpW ApYro OCHOBHO 3abonsiBaHe.

4. JEXOCNMUTAINN3ALNA U ONPEOENAHE HA CNEABONTHUYEH PEXUM.

[narHoCTnyHu, ne4ebHn 7l pexaGMJ'II/ITaLWIOHHI/I OenHoCcTn 7l ycnyru npu
aexocnurtanunsauunara:

KoHTpon Ha 34paBHOTO CbCTOSIHME Ha NauMeHTa U MeAUUMHCKO 3aKloveHue 3a nunca Ha
MEANLNHCKN PUCK OT NPUKMNoYBaHe Ha OOMHNYHOTO JledeHne Bb3 OCHOBA Ha OOEKTMBHU AaHHW 3a
cTabunuanpaHe Ha CbCTOAHNETO (KITMHUYHU U/ MeguKo-ANarHOCTUYHN) U eOHO UK NoBeYe OT
cnefHuTe ycrnosus:

e [lpuknioyBaHe Ha AMarHOCTUYHMSA MpoLuec U onpegensaHe Ha TepaneBTUYEH NNaH.
e CrabunusmpaHe Ha HEBPOMOMMYHOTO M COMATUYHO CbCTOSHME WNN KOPeKuus Ha
HapyLUEeHWN XU3HEHN nokasaTenu.
Mpu naumeHTUTE C neBkoaMcTpoduu, nonuogmcTpodun, obmeHHU eHuedanonatum ¢
anxaTenHn HapyLleHUs U KONMYeCTBEHU HapyLLIEHUS Ha Cb3HAHUETO:
e npeofonsBaHe Ha AvxaTernHuTe pa3CcTpoONCTBa;
e Bb3CTAHOBSIBAHE Ha Cb3HAHWETO;
e Kopekums Ha HapyweHusaTa B AKP 1 npu Bb3MOXHOCT Ha meTabonmama.

HdoBbplwBaHe Ha Ne4yebHMA Npouec 1 npocreasiBaHe

B ueHaTa Ha kNUHWYHATA NbTeka BNM3aT A0 ABa KOHTPOSMHW npernega npu siBsiBaHe Ha
naumeHTa B paMKuTe Ha eduH MeceL, cnej NsnuceBaHe 1 3agb/PKUTENHO 3annucaHn B envkpuaara.

KoHTponHuTe nperneguM cnej wu3nNucBaHe Ha nMauMeHTa ce oTpassBaTt B creuuarneH
OHEBHUK/ KypHarn 3a npernegu, KOMTO Ce CbXpaHsiBa B AMArHOCTUYHO-KOHCYNTaTuBHMS GNOK Ha
neyebHOTO 3aBeAeHME — U3MBITHUTEN Ha OOMHMYHA NOMOLL,.

Mpn amnarHosa BknoveHa B Hapepbarta 3a gucnaHcepusauumsi, NauueHTbT ce HacoyBa 3a
OMcnaHcepHoO HabnogeHue, CbrnacHO W3UCKBaHUATA Ha cbliata. [ucnaHcepusaumsaTa Ha
3riokayecTBeHuTe 3abonseaHusa ce npoeexaga camo B JISBI n B KOL, kato 06emMbT u YecToTaTa
Ha AeVHOCTMTE Mo ANCnaHCepHO HabngeHe ca CbrnacHo 3anoXxeHns anroputeM B Hapeabara.

5. MEOULUMHCKA EKCMNMEPTU3A HA PABOTOCNOCOBHOCTTA — u3BbpluBa Ce CbINacHo
Hapen6a 3a MmeguumHckata ekcneptuaa Ha paboTocrnocobHocTTa.



ll. AOKYMEHTUPAHE HA OEAHOCTUTE NO KNUHUYHATA MbTEKA

1. XOCMUTAJNTUSALUUATA HA NAUUEHTA ce pokymeHTupa B “Ucmopus Ha 3abornisisaHemo”’
(MU3) n B vact Il Ha ,HanpasneHue 3a xocnumanu3ayus/nedeHue no ambynamopHu rnpouyedypu*
(6n1. M3 - H30OK Ne 7).

2. JOKYMEHTUPAHE HA OUWATHOCTUYHO - NEYEBHUA ANTOPUTBM - B “Mcmopusi Ha
3abonsisaHemo”.

3. WSMNUCBAHETO/MPEBEXOAHETO KbM AOPYIro IJEYEBHO 3ABEOEHUE CE
AOKYMEHTWUPA B:

- “Ucmopus Ha 3abonsieaHemo”;

-vact lll Ha ,HanpaseneHue 3a xocnumasnu3ayus/nedeHue rno ambynamopHu npouyedypu’
(6n1. M3 - H30OK Ne 7);
- enuKpmM3a — nosly4aBa ce cpelly Nodnuc Ha naumeHTa (poauTens/HacTolHMKa), OTpaseH B
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n3.

4. OEKNAPAUMA 3A UHPOPMUPAHO CBITIACUE - nognucBa ce OT nauueHTta
(poauTensa/HacTorHMKa) N € HepasaenHa vacT oT “Ucmopusi Ha 3abornsieaHemo”,

OEKNAPALUUATA 3A UHPOPMUPAHO CBINACUE CE NPUKPEMNBA KbM JIUCT
“UCTOPUA HA 3ABOJTABAHETO”.



AOKYMEHT Ne 4
WHOOPMALINA 3A MALUMEHTA (POOUTENSA /HACTOMHUKA/MOMEYUTENSA)

HacnepcrtBeHuTe AereHepaTMBHM 3a0OonsiBaHUA Ha LieHTpanHata HepBHa cuctema C
Hayano B p[eTckata Bb3pacT (fiegkoducmpocbuu, mnonuoducmpochuu, OezeHepauyuu Ha
b6aszanHume s0pa, Ma/KOMO3bYHU U crnuHouepebenapHu OezeHepayuu) W OOMEHHUTe
eHuedanonatMm umaT CcxodHa KIMHWYHA XapakKTepucTuka: B nepuoga crnep paxgaHe, B
KbpMadecka 1 geTcka unm toHolecka Bb3pacT, ce passuBaTt 6enesu Ha nporpecupalla yepeaa Ha
LeHTparnHata HepBHa CUCTEMA CbC 3PUTENHW HapyLeHUd, ynagbK Ha MWHTENEeKTyarnHoTo W
OBUraTenHo pasBuTME, NPOMEHW B MYCKYNIHUS TOHYC, HapylleHa KoopAuHauusi, HEBONEBO
TpenepeHe Ha pbLeTe, rnasarta, o4HUTE AO6BIKM, enunenTUYHN Npunagbumn. B HAKkon cnydan Tesu
NnposiBM Ce CbyeTaBaT C MYCKyIHM aTpodumu nopaan NosiMHeBponaTeH CMHAPOM, Muonatus. [pu
HSIKOM deua HeobsiCHMMUTE, MOBTApPsILUM Ce enuM30anM OT CBbHIIMBOCT, 3anuTaHe, TpenepeHe Ha
pbueTe U OpyrM NpPOsiBU Ha HapylleHa KOOpAuMHauud, NOBpbLUaHe MoraT ga ce MpuyuHaBaTt oT
BpodeH pedekt B oOMsiHaTa Ha BewecTtBata. [lpy 4vacTt oT pgeuata ¢ onurodppeHus
(nHTEnekTyaneH pgeduumTt) CblO € Hanuue BpoaeH AedeKT Ha MmeTabonmama Ha Hsikou
aMVHOKUCENWNHWN, OpPraHW4yHU KucenuHu, Bbraexuvapatu. pu Hanumume Ha nogobHn Genesn Ha
nporpecupaLlo yBpexgaHe Ha HepBHaTa cuctema, KoMTto e Bb3MOXHO Aa ca HabniogasaHu v npu
OpYyrn 4YneHoBe Ha CEMENCTBOTO, MHOrO BEpOSATHO € Aa ce AuarHoctuuupa HacnegcTtBeHo
JereHepaTnBHO 3abonsaBaHe Ha HepBHaTa cuctema unu obmeHHa eHuedanonaTus.

INleBkogucTpocmute ce ObmkaT Ha reHeTUYHO OO0ycnoBeH OedekT B CTpykTypaTa Ha
muenuHa. O6warta nm vyectota e okono 30/100 000. Mpynupat ce Bb3 OCHOBA Ha XUCTOXMMUYHATA
XapakTepuCcTUKa Ha MUENNMHOBUTE AerpagaLlMoHHN NPOAYKTU Ha: agpeHoneskogucTpodums, 6onect
Ha Pelizeaus-Merzbacher, cnoHrnosHa gereHepauusa Ha 6sanoto BewecTtBo (bonect Ha Canavan),
bonect Ha Alexander, 6onect Ha Krabbe (rnobyngoknerbyHa ckneposa). [lpotuyatr ¢
nporpecupailo yBpexaaHe Ha [OBWKeHMATa, KOoOpAWHAUMATa, 3peHVMeTOo, WHTenekta W
enunenTUYHN NpunagbLm.

Mpn nonuogucTpocduute aereHepmpat MO3bYHUTE HEBPOHU. TakmBa ca CuUHOPOM Ha
Alpers ¢ MOo3byeH nupyBaTeH geduumT, eHuedanommonaTumTe, BEpOSTHO cnHapoma Ha Rett.

CnuHouepebenapHaTa gereHepauus (6onect Ha Friedreich) 3anoyBa ot 4-7 r. Bb3pacT C
MOCTEMEHHO 3acurBalio ce 3anuTaHe, 0cobeHO Ha TbMHO M AedopmMauus Ha crTbnanaTa,
rpubHavHoO m3kpussiBaHe. lNpu Gonectta Ha Louis Barr, ocBeH NOCTENEHHO 3anuMTaHe U 4YecTo
OonepyBsaHe nopagu BpoAeH Aemunt Ha nmyHOrnobynmHu, ce BWXOa paswunpsiBaHe Ha CbAoBe
Mo CKIepuTe B o4nTE.

OOMeHHUTe eHuedanonaTMm ce AbimKaT Ha reHHU gedekTn, NpuunHsBalm gepmumT Ha
€eH3UMKN nnm GenTtbun. Te ce pa3fgenaT Bb3 OCHOBA Ha XapakTepHUTe OMOXMMWYHU aOHOPMHOCTH:
pa3CTpONCTBA HA aMWHOKUCENIMHHMUS MeTabonm3bM; pas3cTponcTBa Ha OGenTbyHWUSI TpaHCNopT;
pascTponcTBa Ha BbrnexuapaTHUs meTabonuabM; oOpraHuyHM auugypun; 3abonsBaHua C
HaTpynBaHWS B §M3030MUTE; pPas3CTPOMCTBA HA NUNMAHMA MeTabonu3bM; MNEepPOKCU3OMHM
pas3CTpONCTBa; aMUITHW  MMUOKIIOHYC enunencun; nvnugosn OT  HEW3BECTEH NPOU3Xos;
pascTponcTBa Ha MeTabonuama Ha MeTanuTe; pPasCcTPOMCTBA Ha MYPUHOBUS U NMUPUMUONHOB
meTabonuabMm. YectotaTta nm e obwo okono 40/ 100 000. AuarHocTuumpaT ce npu Hanudme Ha:

1. Peuudueupatuu enu3odu ot HapylweHne Ha KoopaunHauunaTa, noBuIEeH MYCKYIeH TOHYC,
HapyweHna Ha Cb3HAaHUETO OT CbHJIMBOCT O KOMa Uin HeobsACHUMH noBpbLUaHUA,

2. Mpoepecupawo yspexdaHe Ha LHC, yBpexgaHe Ha OBWKEHWUSTA, KOOPAMHALUATA,
3peHMeTo, YMCTBEHa W30CTaHarnocCT, XapakKTepHW OTKMOHEeHMS B COMaTUYHUSA  CTaTyc
(an3mopdmuHn Genesn, xenatomeranus, CnrneHomeranus), fnamorsoeusi 8 u3credsaHusma Ha
ypuHama (npu pascTpoiicTBa B OOMsHaTa Ha aMUHOKUCENWHUTE W BbrNexugpaTtute), Kpbema
(xvnepaMoHeMusA Npu pasCTPOMCTBA B YPEWHUS UMKBLIT;, XMNOMMUKEMUS; UHTEPMUTEHTHa aunaosa;
noBuLUIEH nNakKtaT WU nupyeaT, BKIl. B JIMKBOP, CEpPyMHWU XolnecTtepon, nunuaun, men, nukoYyHa



KNCENWHA, CEPYMHW aMUMHOKUCENWHW W OPraHWYHW KUCESTMHW, CEePYMHU JIM3030MHU EH3UMMU
(apuncyndatasa A, B-ranaktosugasa, XekcoaMuHuaasa); amosioausi Mpu MUKDPOCKOMCKOMO,
BUOXUMUYHO U ynmpacmpyKkmypHo u3criedgaHe Ha BUONCMYHN MaTepuanmn oT MO3bkK, nepudepeH
HepB (NMMNMA03K, NIEeBKOAMNCTPOdUN).

HacnegctBeHuTe M pgereHepaTMBHU 3abonsiBaHMS Ha HepBHaTa cuctema u OBMeHHUTEe
eHuedanonatMm npoTudaTt ¢ NOCTENEHHa NPOrpecusi U NporHosarta e HebnaronpuaTHa. MNMopaawn
TOBa € MHOro BaXHO Aa 6bAe nocTaBeHa TOYMHATa guarHosa, KosTo onpeaenst U no-HaTaTbluHaTa
NPOrHo3a 3a XnBoTa Ha nauueHTa.

Hetckata uepeGpanHa napanusa (OUIM) e eguMH Henporpecupaly, npouec, ¢ nunca Ha
BMoLLaBaHe U C Bb3MOXHO NocTeneHHo nogobpexune Ha dyHkuunte. LN Bb3HMKBa B pe3ynTaT Ha
YBpEeXOaHUA Ha HepBHaTa cucTemMa OT pasfuMyHM akTopy NO Bpeme Ha OpemeHHOCTTa,
paxgaHeTo 1 B nepuoga cnep paxgadeto. [Npu QUM e Hanuue HeoBnagsBaHe Ha ABUraTenHuTe
YMEHMS B onpedeNieHnTe 3a Bb3pacTTa CPOKOBE, HenpoxoxaaHe Ha geteto oo 1 r. 3 meceua u
3abaBsHe n3rpaxgaHeTto Ha ABUraternmiHn ymeHua; npun 4act OT geuarta ca Hanuue un ennnenTtuyHu
npynagbun n NHTenekTyaneH aeuumnT.

MHTenektyaneH aeduumnt (onurocgppeHns), Hanuue owe OT paHHOTO AETCTBO, MOXe Aa e
pesynTtat OT XPOMO3OMHO 3abonsBaHe, reHeTudeH AedeKT, AUdY3HU WU OTHULLHM CTPYKTYPHMU
aHomanuMu Ha HepBHaTa cucTema, obMeHHa eHuedanonaTusi, BpOAeHa WM MHTpaHaTanHa
nHdekuma Ha LJHC. Hsikom obmeHHM eHuedanonatum npegonpenendat nporpecupail xog Ha
3abonsiBaHeTo, NMopaaM KOeTo TpsAbBa fa ce M3BbpLUAT FEeHEeTUYHU U3crenBaHusi, BMoOXUMUYeH
CKPUHWHT 1 HeBpoun3obpasssalum nacneasanus (KT/MPT).

3a nocTtaBsHe Ha TOYyHaTa guarHo3a — onpeferneH TWUM HacneacTBEHO AereHepaTMBHO
3abonsBaHe Ha HepBHaTa cuctema, obMeHHa eHuedanonatus, onurodppeHus, ca Heobxoanumu
NEPUOAMYHO  HEBPOSMOrMYHO, COMATUYHO U MCUXOSNIOTMYHO  M3CredBaHe, Kakto w
BMCOKOCMeLMannanpaHn nacrnensaHns - KomniotbpHa Tomorpadus (KT) n marHUTHO-pe3oHaHCcHa
Tomorpadmst Ha rnaBeH mo3bk (MPT), nMkBOpHM M3cneaBaHUsa, MeTabonuMTHU u3cnefBaHus 3a
JoKasBaHe Ha XxapakTepeH OmoxummyeH fdedekT B MaTepuanym OT KPbB, YPUHA; FEHETUYHMU
n3crefBaHusi, BKIOYNTENHO MOSEKYNSIPHO-6MonorniHn nscnegsaxms Ypes OHK aHanms.

Bcako OT Te3n mscnedBaHUs € MHOrO BaXHO M Heobxoaumo 3a [uarHocTuumpaHe Ha
3abonsBaHeTo, a M3ACHABAHETO Ha TOYHMA OMOXMMUYEH OedeKT e BaXeH 3a onpedensiHe Ha
Bb3MOXHa [MeTa W orpaHvyaBaHe pasBMTMETO Ha 3abonsBaHeTo. M3cnegsaHusaTa wumaTt
crneundunyHa MHPOPMaATUBHOCT 3a NocTaBsiHe Ha AuwarHosaTa: KT Ha rmaBeH MO3bK MOXe fa
paskpue 30HU Ha yBpexAaHe Ha Mo3bka unu obwa mosbyHa atpocms. MPT Ha rmaBeH MO3bK
paskpuea 60necTHN NpoMeHun B BAM0TO BELLECTBO Npy NeBKOAUCTPOMMTE U B CUBOTO BELLECTBO.
lMpeamnsBrkaHNTE 3pUTENTHU U CNYXOBU NOTEHUMANU ca NPOMEHEHN Mpu 3acdraHe Ha 3peHneTo
n cnyxa. BuoxumnyHuTe MscneaBaHUs Ha KPbB, NMKBOP U ypWHa Ca BaXKHW 3a MOCTaBsiHE Ha
AnarHo3aTa obMeHHa eHuedanonartus, 3aloTo Npu BPOOEHU eH3MMHWU AedekTu ce HaTpynear
MOBMULLUEHM KONMMWYEeCTBa Ha onpegeneHn MeTabonuTu, KOUTO He ce pasrpaxpaT no-HaTaTbk.
JIukBopHOTO M3cneaBaHe Ha maTepuan OT rPbOHAYHO-MO3bYHA TEYHOCT pasKpuBa yBenMdeH
0enTbK Npu NeBkoANCTPOPUUTE, N HEMPOMEHEHN rama-rrnobynMHM U MMyHOrnoOynunHu, KoMTo ce
yBenMyaBaT Mpu MO3bYHM Bb3naneHus. MeTabGoNUTHUS CKPUHUHI OT KPbB M ypuHa
AunarHoctuumpa onpegeneH metabonuteH fgedpekt. EH3MMHUMTE u3cneaBaHUsi C [daHHU 3@
CHWXeHa cepyMHa apuncyndgarasa A cnyxarT 3a AuarHocTuuupaHe Ha MeTaxpomaTuyHa
neskoguCTpochusi, a CHMXKEeHa ranakrouepebposug [B-ranakro3npasa - neBKOAUCTPOUSA Tun
Kpabe. NMpu Hskom OT HacneacTBeHnTe 3abonsisaHust, Ype3 OHK aHanus ce goka3sa TOYEH reHeH
OedekT, KOeTo e BaXHO Mpu MraHWpaHe Ha HOBUM OpeMeHHOCTM B  CEMENCTBOTO.
BupyconornyHute nscrneaBaHUa Ha MaTepuanu oT CEpYM U JIMKBOP CryXaT 3a OTXBbprisiHE Ha
BpoAeH WNM XpoHudeH eHuedanut. EEl, EMI wu3acnegBaHuATa ca MpPOMEHEHU npu
nosiMHeBponaTnss UM mMuonaTud, KOUMTO MoraT Ja CbMbTCTBAT MO3bYHUTE [ereHepaTBHU
3abonaBaHua n obMeHHUTEe eHuedanonatum. buoncma Ha MO3BbK, Myckyn, nepudepeH HepB.,
KOXa W NatoMopdosiorMyHUTE MU3CneaBaHUsa C XMCTOXMMUS, eNeKTPOHHA MUKPOCKOMNWS Ha Tesn



CTPYKTYPU € €[MHCTBEH HauuMH 3a AuarHocTULMpaHe Ha HAKOM NeBKOAUCTPOdUM U OBMEHHM
eHuedanonatui. ExorpadwmsaTta Ha cbpue, yepeH nOpob, 6b6peun e Heobxoguma npwu
MIMKOreHo3M 1 HAKoM 0B6MeHHU eHuedanonaTum, Npu KOUTO ce HaTpynBeaT BeLecTBa U B KNeTKUTe
Ha YepHus Apob 1 cneskara.

NIEMEHUE: Tlpu HAkOM OT HacneacTBEHUTE MO3bYHM JereHepauum u  OBMeHHuUTe
eHuedanonatMm ce MpoBexda MNaToreHeTUYHO fevYeHMe C gueTa, OrpaHvMyaBalla npuema Ha
onpegeneHn BeLLecTBa (ANETUYHM XpaHW). AMEeTUUYHUAT pexnMm € C pasnudeH nedyebeH ycnex
npy pasnuyHuTe 3abonsaBaHuA. AOCOMTHO HeobxogMMO €  cnasBaHeTo My  npu
PEHNNKETOHYPUATA, XMNEPAaMOHEMUUTE, ranaktasHus geduumt. OrpaHuveHuaTa B gueTtaTta Ha
ObNrOBEPMKHUTE MACTHU KUCEMMHM He € CUrypHo nedyeHne. CUMNTOMATUYHOTO Je4veHue
BKIOYBA @aHTUENUIMENTUYHN CPEACTBa, MEAMKAMEHTM CpeLly cnacTUumMTeTa, HOOTPOMHW cpeacTBa
(MMpameM, TaHakaH, aMWHOKUCENWHW), aHKCUMoONUTUUM npu Bb3Oyaa, epeTudHO MoBedeHUE;
gBuratenHa pexabunurtaums ¢ uen nopgobpsiBaHe Ha enunNenTUYHWUS CUHOPOM, MOBULLIEHUSAT
MYCKYFeH TOHYC U MHTENeKTyanHara gerpagaumsi.

MogobHo e n nevyenmeto npu AUIM: aHTMenunenTuyHM cpeactBa (Mpu HeobGXOAMMOCT),
MeOMKaMEeHTM CpeLly cnacTuuutTeTa, HOOTPOMHW CPeAcTBa, aHKCMONMUMTMUM npyu  Bb3Oyaa,
cucteMHa auratenHa pexabunutaumsa. NMpu onurodpeHnnTe nedYeHneTo BKIOYBA HOOTPOMHU
MeOMKaMeHTWN, aHKCUMoNUTUUM npu Heobxogumoct. BonHute ¢ OUIM v onurodpeHns morat ga
OboaT obydyaBaHu cnopeq KoedUUMEHTa HA MHTENUIEHTHOCT C LieN Aa ce OCbLUEeCTBU couumarnHa
WHTEerpauusi.

HacnenctBeHMTe MOTOPHU M CEH30pPHU HeBponaTuM, MUONaTUM, MNPOrpecUBHU
MYCKYITHU AUCTPOc UM ca roniemMmn rpynn oT KIMHUYHO N FTEHETUYHO XETEPOreHHU 3abonsBaHus.
Bcsako OT TaX ce Ob/KM Ha reHeTndeH aedekT, yHacneneH OT poauTenute UM Bb3HMKHaM 3a
NMbPBU NbT Y CaMuUs NALMEHT, MMa XapakTepHa naTtoreHesa u OTHOCUTENHO cneumdndeH KIMHNYeH
deHoTmn. O6LLOTO 3a Te3un 3abonsaBaHua e, Ye Te Ce XapakTepuanpar C nporpecupalia MyckyrHa
cnabocT, Bogewa A0 WMHBaNMAu3auusi MU HamaneHa npoAbIDKUTENHOCT Ha XMBOTA. TOYHOTO
OuarHoctTMumpaHe Ha Te3n 3abonsBaHUS W3UCKBA W3MNON3BAHETO Ha peauua  KIMHUYHM,
HeBpOMM3NONOrMyHM, HeBpoM3oOpassaBalLyM, HEBPOMATONOIMYHMU W MOJSIEKYNSIPHO-TEHETUYHM
nacnensaHus. JleyeHmeTo e CMMNTOMaTUYHO U Ce U3passiBa rMaBHO B NpuniaraHeTo Ha ABuratenHa
pexabunutaumss M CTUMynupalia Tepanusi C BUTaMUHW, aHabOoNMHW W aHTUXONIMHECTEPAa3HU
cpeacta. Npu noBe4yeTo BGOMHU C HEBPOMYCKYITHU 3a60MsiBaHMSA CbLUO Ca BakHW opTonegnyHuTe
KOPEKLUMN N HOCEHETO Ha CreumanHn NOMOLLHN CbOPBXEHUS, KaKTO U XpaHUTENHUNA pexum. Kato
UsAno neyeHMeTo Ha Te3n OonHM uenu 3abaBsiHe Ha wWHBanNuausauusTa M nogobpsiBaHe
KayecTBOTO MM Ha »KUBOT.

MNMocTaBsSHETO Ha TOYHA reHeTUYHa AMarHo3a Ha TO3W eTan uMa Mno-rTonsMO 3HayeHue 3a
poOHMHUTE Ha BONHUS, OTKOMKOTO 3@ CaMusl NauMeHT. TS cb3aaBa Bb3MOXHOCTM 3a U3MON3BaHETO
Ha MeToaMTe Ha nNpeHaTanHa AMarHocTvKa B Te3u CeEMeNCTBa C ornes HeJonyckaHe paxaaHeTo Ha
HOBM BOHUN C TEXKO MHBaNMAM3NpaLLM HEBPOMYCKYHW 3abonsaBaHus.

MankoMo3b4Ha aTakcusl — pasHOpPOAHa rpyna OT HeBpoaereHepaTVMBHWU 3abonsiBaHus.
XapakTepuaupaTt ce [naBHO C pa3CTPOWCTBO Ha (PYHKUMWTE Ha Maskusi MO3bK: HapyLleHue B
paBHOBECUETO, NMoxoAKaTa U koopavHauusTa Ha aBukeHusiTa. Morat aa ce npubassT U CUMNTOMM
M3BBH HapylleHaTa KoopauHauus, B pe3ynTaT Ha yBpexaaHe Ha BPb3KWTE Ha Mankvus MO3bK C
ApYrM  CTPYKTYpM Ha HepBHaTa cuctema. [lpoTnyaT 6aBHO, XPOHWUYHO, BB3MOXHA €
HacneAcTBEHOCT Mpuy YacT oT 6onHuTe.



