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Buacapcka HeBpoaoeus Bulgarian Neurology

YKA3AHIE 3A ABTOPUTE

BbABakaa HEBpOAOBllH e opuyuaaen op2an Ha bvazapckomo gpykecmBo
no neBpoaoaus u ce uzgaBa 3 nomu 2oguwno. ITy6aukyBam ce 0630pru cma-
muu, Opu2uHasHu cmamuu, kpamku HayuHu cboOWweHus u KAuHuuHu cAydau
u nucMa go pegakmopa om Bcuuku odaacmu na neBpoaozusima. ITpuemam
ce camo HenydAukyBanu mamepuaau. ABmopume nognucBam gekaapauusi,
ye npegocmaBenus Mamepuaa He € npegaokeH 3a nevyam Ha gpyao MsACmo.
TIpegocmaBenume mamepuaau u onucanume B msx uscaegBanust mpsioBa ga
omeoBapssm Ha emuunume cmangapmu. ITpu cbaBmopemBo ymBopgenama
3a neyam cmamusi mps68a ga 6vbge nognucana om Bcuuku aBmopu.

® Ppkonucume mps68a ga 6bgam omneuamanu 8 equn ekzemnasip, na
AUCM CbC cmaHngapmen pa3mep - A4 na unmepBaa 1,5. Beska cmpanuua
mps16Ba ga cbgbprka 30 Mawunonuchu pega, ¢ 60 3naka na peg. Tpsa6B8a ga
6bgam u 3anucanu na CD uau USB, na pegakmopcka npozpama Windows
Microsoft Word 97/2000XP u nogxogsiwia npozpama 3a npuaokenusima.

® Pegakuuonna cmamust ¢ mekem go 3 cmpanuuu. Bo3aaza ce om Peg-
koaezusima.

® O630pHUMe cmamuu mpsi6Ba ga cvgwvpikam peslome, ga 6Gbgam go
10 cmangapmuu cmpanuuu u ¢ go 40 knueonucnu usmounuka.

® Opueunasnu cmamuu — go 8 cmpanuuu, Bkalouumeano peslome,
mabauyu, ¢uzypu u knuzonuc. BkalouBam 3az2aaBua cmpanuua, peslome,
kpamwk yBog, konmunzenm, memogu, pesyamamu, odcbkgane u knueonuc
(go 20 u3mounuka).

® Kpamku nayunu cvoOwenus u kaunuunu caydau go 4 cmpanuuu u
kuueonuc (go 10 usmounuka).

® VIndpopmauuu u peuensuu Ha knueu. Cobgbpka unpopmauust 3a kon-
2pecu u kondepenuuu, noBu knueu, akmyaana aekapcmBena unpopmayus,
npegemosiu cboumusi.

® Cmpanuuu Ha yumameasd. [TomecmBam ce nucma go pegakmopa, 8
koumo ce komenmupam nydaukyBanu mamepuaau, kpamku onucanust na
caydau u guckycuu no akmyaanu npobaemu.

® 3a2aaBnama cmpanuua cbgbpka nbaHO U cbkpameHo 3az2aaBue,
umMeHama Ha aBmopume ¢ uHUGUAAUMeE UM, mexHume akagemMuuHu cmenexu
u Mecmopaboma, agpec 3a kopecnongenuusi, Ha Obazapcku u anaauticku
esuk, ¢ meaedon, dpake u e-mail. Mincmumyyusima, 8 kostmo aBmopume pa-
O6omsim, ce o3HauaBa ¢ uuppa 3ag umemo um, ako padomsim Ha pazaudHu
Mecma.

® Peslomemo e Ha Obazapcku u anzauiicku e3uk, o6wo go 40 pega, om-
neyamanu Ha omgeAna cmpanuua. TpadBa ga cbgbpka 3a2aaBue, umenama
Ha aBmopume, BvBegenue, unpopmayust 3a ueama u odekma na npoyuBa-
Hemo, Memogukume, noayuenume pesyamamu u odcbkgane. [TocouBam ce
go 6 kalowoBu gymu, nogpegenu no azdyuen peg.

® Tabauuume u ualocmpayuume (pueypu, guazpamu, ¢popmyau) ce
npegcmaBsm Ha omgeaeH aucm, Homepupanu, ¢ kpamko 3az2aaBue, kamo B8
mekcma ce ombeas3Ba msacmomo um. Tps6Ba ga ca 2omoBu 3a Henoc-
pegemBeno noauzpaduuno BeanpousBekgane. TekemoBeme nog puaypume
ce npegcmaBam na omgeaen aucm. I[Ty6aukyBam ce camo sicnu uepro-6eau
crumku. ITy6aukyBanemo na uBemuu cnumku ce 3anaawa om aBmopa. Me-
pumeanume egunuuu ga ce npegecmaBam no SI-cucmema u ga ce uznucBam
Ha AAMUHUYA.

® Knuzonucbm mpso6Ba ga ce omneuama Ha omgeaeH aucm. ABmo-
pume ga ce nogpexkgam no azdyuen peg, kamo ce usnucBam pamuauume u
uHuyuasume Ha Beuuku aBmopu. B nauaaomo ce usbposiBam usmounuyume
Ha kupuauua, a caeg - msx Ha Aamunuua. 3azaaBusima ga ce npegcmaBsim
u3usIA0, a cbkpamenume Ha3Banust Ha cnucanusima - kakmo 8 Index Medicus.
B mekema yumupanume aBmopu ce o3nauaBam ¢ nopegaust Homep om knu-
2onuca. JTannume B knuzonuca ce npegcmaBsim no cAegHust HauuH:

® Cmamust om cnucanue: ABmop (u). 3aeaaBue na cmamusima. 3azaa-
Bue na cnucanuemo (cvkpameno nolndex medicus), 2oguna na uzgaBaue,
mowm, Homep Ha knuxkkama, cmpanuua (om-go). ITpumep: Andersen, G.,
Vestergaard, K., Lauritzen, L. Effective treatment of poststroke depression
with the selective serotonin reuptake inhibitor citalopram. Stroke, 1994, 25,
6, 1099-1104.

® [Ty6aukayuu om coopnuk uau yacm om knuea: ABmop (u). 3azaaBue.
B: 3acaaBue na cobopnuka. Mzgamea (u). MecmousgaBane, 2oguna na us-
gaBane, cmpanuua (om-go). ITpumep: Binnie, C., Jeavsons, M. Photosensi-
tive epilepsies. In: Epilepticsyndromes in infancy, childhood and adolescence,
Roger, J., Bureau, M., Dravet, Ch., Dreifuss, F.E., Perret, A., Wolf, P., eds.,
London: John Libbey & Company, Ltd, 1992, 299-305.

® [[s1aa knuea: ABmop (u). 3a2aaBue. ITogzazaaBuu gannu. Mecmous-
gaBane, usgameacmBo, 2oguna na usgaBaune, odw, 6poti cmpanuuu. ITpumep:
Calligaro, K., DeLaurentis, D., Baker, W. Management of Extracranial Ce-
rebrovascular Disease. Philadelphia-New York: Lippincott — Raven Publis-
hers, 1997, 217 pp.

VznpamaiiTe MmaTepuaanTe Ha ajapec:

'aaBen pegakmop wa bvacapeka HeBpoaoeus
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INSTRUCTION FOR AUTHORS

Bulgarian Neurology is the official journal of the Bulgarian Society of Ne-
urology. It is published 3 times per year. It publishes reviews, original articles,
short communications and case reports, and letters to the editor in neurology
and related areas. Manuscripts are considered for publication with the un-
derstanding that they have not been published elsewhere except in abstract
form. The authors have to confirm this by signing a declaration. All co-aut-
hors have to sign the final version of the accepted for publication material.
All materials and published examinations should correspond to the ethical
standards. Articles undergo peer review.

® Papers must be written in English. Please submit your printed manusc-
ript and illustrations (standard A4 pages), accompanied by electronic version
(text in Windows Microsoft Word 97/2000XP and figures in an appropriate
Windows program) written on CD or USB.

® Editorials, consisting of up to 3 pages, when approved by the Editorial
Board.

® Review articles up to 10 standard typewritten pages (30 lines, 60 cha-
racters per line) and up to 40 reference sources.

® Original papers — up to 8 standard pages, including tables, figures and
references. References may contain up to 20 sources. The original papers in-
clude short introduction, material, methods results, discussion and references.
The measures should be given according to SI-system. All abbreviations sho-
uld be explained when appeared for the first time.

® Short communications and case reports up to 4 pages and up to 10 re-
ferences.

® L etters to the Editor with comments on previously published papers,
short case reports and discussion on current problems. The limit is 1 page,
not including the title page, abstract, tables, figures and up to 10 references.

® Book reviews and information. It includes information for new books,
congresses and conferences, new drugs, future events in neurology.

Authors are kindly asked to prepare the manuscripts in the following
way:
® The title page should carry the full title, the short running title, the
authors with their initials, academic degrees, institutional affiliations, address
for correspondence, with telephone, fax and e-mail. If there are more than
two authors from different institution, please mark their names with a super-
script index.

® An abstract in Bulgarian and English languages up to 40 lines on a
separate sheet is required. The abstract should contain title, authors, objec-
tive, background, methods, results and conclusions plus up to 6 keywords in
alphabetic order.

® The tables should be numbered consecutively throughout, presented
on separate sheets with a short title.

® The illustrations (figures, diagrams, formulas) should be ready for re-
production. Explanatory legends should be provided on a separate sheet of
paper.

® Pictures Please, submit only well-contrasted black and white high-qua-
lity pictures. Colour illustrations will be accepted if the author pays the extra
costs.

® References should be presented in alphabetic order on a separate
sheet with all authors™ names and full title of papers. In the text the authors
should be indicated by the number from the reference list.

The reference should be presented as follows:

® Journal paper: (1) author(s), (2) title, (3) journal name (as abbreviated
in Index Medicus). (4) year of publication, (5) volume, (6) journal number,
(7) inclusive pages. Example: Andersen, G., Vestergaard, K., Lauritzen, L.
Effective treatment of post stroke depression with the selective serotonin re-
uptake inhibitor citalopram. Stroke, 1994, 25, 6, 1099-1104.

® Book: (1) author(s), (2) title, (3) city of publication, (4) publisher, (5)
year of publication, (6) total number of pages. Example: Calligaro, K., De-
Laurentis, D., Baker, W. Management of Extracranial Cerebrovascular Di-
sease. Philadelphia-New York: Lippincott — Raven Publishers, 1997, 217 pp.

® References to books: (1) authors(s), (2) chapter title, (3) title of book,
(4) editor(s), (5) city of publication, (6) publisher, (7) year of publication,
(8) specific pages. Example: Binnie, C., Jeavsons, M. Photosensitive epilep-
sies. In: Epileptic syndromes in infancy, childhood and adolescence. Roger,
J., Bureau, M., Dravet, Ch., Dreifuss, F.E., Perret, A., Wolf, P., eds. London:
John Libbey & Company, Ltd, 1992, 299-305.

Offprints may be purchased, provided the order is received with the cor-
rected proof.

Please send the materials to the following address:
Editor-in-chief of Bulgarian Neurology

Acad. Prof. Ivan Milanov, MD, PhD, DSc
University Hospital “St. Naum”

1, Luben Rusev str.,

Sofia 1113, Bulgaria
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bwarapckoro dpyxectBo mo HeBposorus u3nasa cnucanue BbAaapcka HeBPOAOBU}I TPHU ITHTH roiuiIHo. B Hero ce my0mKyBat
OPHUIMHAJIHM CTAaTUH, 0030PH, KPATKU HAYYHU CHOOIIEHNUs, HOBH THArHOCTHYHM METOIM U HOBOCTU B TepanusiTa, CBbP3aHU
NpeUMHO ¢ IJ1aBodosneTo U 0onkara. Ilpuemar ce camo Henmy0JIMKyBaHu MaTepuanu. B cniucanuero ce moMecTBa akTyajaHa

m[(l)opmamm, peneH3n Ha CTATUU U KHUTU.

ETuynn npuHiunmu Ha Bmzapcka HeBpOAOBUH

Buazapcka HeBpoaoaus usGupa BucokokauecmBenu nayunu cma-
muu, caeg peuensupane om cneyuasucmu 8 HeBpoaozausma. Pe-
UEH3UpaHemo u ueAusim npouec no nydaukyBane ca uzuepnamea-
Hu, o6ekmuBru u yecmnu. Penymauusma Ha cnucanuemo ce gba-
ku na goBepuemo Ha yumameaume, aBmopume, yueHume, peueH-
3enmume, pegakmopume, odekma Ha uscaegBane, cnoncopume u
agMuHUCMpamopume Ha HaUUOHaAHama 3gpaBua noaumuka.

Jlu3aiin Ha Hay4yHaTa padora u ETuka

Hayunume u3scaegBanust mps68a ga ce npoBezkgam npu Bu-
coku cmangapmu 3a konmpoa kakmo na kauecmBomo, maka u
Ha aHaAu3a Ha gaHHume. 3anucbm HA NbAHUME ganHu mpsioBa
ga ce cbxpansaBa u ga moke ga ce npegocmaBu 3a pasaaekgane
npu nouckBane. Qaawudukayusma, ykpuBanemo na gannu, gok-
AagBanemo Ha AbkauBu ganHu u uzonauaBanemo um npegcmaB-
AsiBam nayuno HapyweHue. J3uckBa ce gokymenmupano
ogoOpeHue om emuynama komucust Ha gagena cmpykmypa, ko-
2amo B nayunomo uscaegBane ca Bkalouenu xopa, meguuuncka
gokymenmauust u uoBewku mokanu.

ABTOpPCTBO

ABmopcmBomo npegcmaBasBa 3nauum unmeaekmyasen
npunoc kbM HayuHama padoma, onpegeaeHa poas B nucanemo
Ha cmamusima u peBusupanemo na kpatinus {i Bapuanm; Ho mo
Moxke ga Bapupa B uzBecmna cmenen. Kou we ca aBmopume u
B kakBa nocaegoBameanocm, mpsi6Ba ga 6bge onpegeaeHo om
yuacmHuuume B nayunusi mpyg cpaBrumeaHo paHo, 3a ga ce u3-
OeeHam gucnymu u HegopasyMeHus, koumo mozam ga 3a6aBssm
uau ga nonpeuam Ha nyoaukyBanemo na mpyga. Bcuuku aBmopu
mps6B8a ga noemam omeoBoprocmma kbm nucanemo u gocmo-
Beprocmma nHa unpopmauusima B cmamusima u camo eguH om
msx Ou caegBaro ga 2apanmupa u ga noeme omeoBopHocmma
3a ysgAaama cmamusi.

KoH}IuKT Ha UHTepecH U NMpecTaBsHe

ABmopume mps68a ga 00s8sm B mpyga cu Beuuku $punan-
coBu u gpyeu 3nauumMu konpaukmu Ha unmepecu, koumo ca cb3-
gageHu, 3a ga noBAusisim pesyamamume UAU UHmMepnpemauusima
Ha mpyga. Bcuuku usmounuuu na ¢unancoBa nogkpena kvm
npoekma mpsi6B8a ga 6bgam npegcmaBenu.

ITpumepu 3a nomenuuaanu kondpaukmu, koumo mps66a ga
0bgam onucaHnu, BkalouBam pabomna gaviknocm, koncyama-
uuu, HaAUdHOCM Ha codbcmBenocm, xoHopapu, naamena ekenep-
mHa ouenka, namenmoBanu anaukauuu/peaucmpauuu,
cmunenguu uau gpyz Bug ¢unancupane.

ITomenuuaanume konpaukmu na unmepecu 6u mpsi6B8aso
ga 0bgam onucanu 868 Bv3mozkno nati-panna pasa.

OCHOBHY I'PelIKH NPU MyOINKyBaHe

Koeamo aBmop ycmanoBu 3nauuma 2pewka uau Hemounocm
B mpyga cu, nezoBo 3agvakenue e HezabaBno ga yBegomu pe-
gakmopa Ha cnucaHuemo uAu uzgameacmBomo u ga acucmupa
Ha pegakmopa 3a ommezasiHe uau kopueupane na mpyga. Ako
pegakmopbm uAu uzgameasim Haydam om mpema cmpasa, 4e
ony6aukyBanusm mpyg cbgbpka ocHoBra epewka, 3agbakenue
omHoBo Ha aBmopa e HezadbaBHo ga ommezau uau kopueaupa pa-
6omama cu uau ga npegcmaBu na pegakmopa gokazameacmBa
3a BsipHocmma Ha Opu2uUHaAHUS MPYQ.

Penensupane

Peuenzenmume ca ekcnepmu, uzbpanu om pegakmopume Ha
Buazapcka HeBpoaoau, 3a ga npegocmaBsim nucmena ouenka na cua-
Hume u caabume cmpanu Ha gagena paboma, ¢ uea ga ce nog-
0o0pu gokaagbm u ga ce onpegeau Haii-nogxogswusim u ¢
Hati-goopo kauecmBo mamepuaa 3a cnucanuemo. O6uknoBeno

Ethical principles of Bulgarian Neurology

Bulgarian Neurology selects, through peer review, the highest qua-
lity science. We consider the entire peer review and publication
process to be thorough, objective, and fair. Journal’s' reputation
depends on the trust of readers, authors, researchers, reviewers,
editors, patients, research subjects, funding agencies, and admi-
nistrators of public health policy.

See also Instructions for authors.

Study Design and Ethics

Research should be conducted to high standards of quality
control and data analysis. Data and records must be retained
and produced for review upon request. Fabrication, falsification,
concealment, deceptive reporting, or misrepresentation of data
constitutes scientific misconduct.

Documented review and approval from a formally constitu-
ted review board (Institutional Review Board or Ethics commit-
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peuensenmume, u3dupaHu om cnucaHuemo uMam onum ¢ opu-
2UHAAHU HayuHu mpygoBe u nyoaukyBane.

PenakTopckn pemeHust

Pewenuama 3a ogoOpsiBane Ha gagen mamepuaa u 0bge-
womo My nydaukyBane ce ocnoBaBam Ha He20B0mo 3HaueHue u
BakHocm, opueuHaanocm u sicHoma, kakmo u Ha cBbp3anocmma
u ¢ obceea u cbgbpkanuemo na cnucanuemo. Ako Bnocaeg-
cmBue ce ycmanoBu, ye B nybaukyBana cmamus uma epewku
u/uau Hegocmamawbuu, pegakmopbm noema omeoBoprocmma ga
kopueupa gokaagume.

Opurunannoct. Ilpeqneyar. Bpb3ku ¢ menunte

B Doacapcka HeBposoeus ce ny6aukyBam opueunasnu mame-
puaau, koumo ne ca nybaukyBanu gpyzage. IToBmopno nyoau-
kyBane na gpye e3uk uau eguoBpemenno nyoaukyBaue 8 nskoako
Pa3AUYHU CNUCAHUS € Pa3AUYHU aygumopuu, Mozke ga ce npueme,
npu ycaoBue, ue e Haauue 00s18s18ane Ha opueuHasHust usmouHuk
no Bpeme Ha nogaBanemo Ha cmamusima koM pegakmopckust
ekun. ITo Bpeme Ha nogaBane na cmamusima koM pegakuusma,
aBmopume mps68a ga npegcmaBsam gematiano Bcuuku cBou
cmamuu cBbp3anu ¢ nydaukyBanust Beue mamepuaa, gopu u me
ga ca Ha gpye e3uk, Bcuuku mexnu aBmopcku cmamuu ny6auky-
Banu no masu mema B npecama, Bcuuku mexnu aBmopcku cma-
muu Ha ma3u mema, nyoaukyBanu 8 Munaaomo gopu u mesu,
koumo ca nog neuam.

Pexnamupane

Pekaamogameaume u cnoncopume Hsimam Hukak®bB kon-
mpoa Bupxy pegakmopckust mamepuaa. M3uckBanusma na
Buacapcka HEBpOAOZu}I ca Becuuku pekaamu ga ugenmuduuupam scHO
pekaamogameast u HezoBus npogykm uau ycayeama, kogmo
npegaaza. Pekaamu ne ce nocmaBsim B 6auzocm go cmamuu,
guckymupawu onpegeaen pekaamupan npogykm, Humo go cma-
muu gokaagBawu uscaegBane Ha mo3u npogykm. Pekaamume
ca npegcmaBenu u opopMeHu BuzyaaHO NO pa3AUYEH HAYUH Om
pegakmopckust Mmamepuaa, 3a ga He cmaBa oovpkBane. Pekaa-
Mume ce omnevyamBam om Bbmpewnama cmpana Ha kopuyume
u no uskaloyenue na nocaegnama cmpanuya Ha cnuUCaHuemo.
ITpogykmume uau ycayeume, koumo ce pekaamupam mpsio8a ga
ca cBop3anu ¢ (a) meguuunckama npakmuka, (6) mMeguuun-
ckomo obyuenue, uau (B) nskaksB gpye Bug 3gpaBua nomouw,
Cnucanuemo uma npaBo ga omkazke Beska egna pekaama. Pek-
AamupaHemo, npeusgaBanemo uBcskakBu gpyeu mwbpeoBcku
npuxogu He okazBam Bausinue Bbpxy pewenusima Ha pegakmop-
ckust ekun na buacapcka Hepoaoeus.

Peampal-le MPU €BEHTYAJ/IHO HaApylIeHue

Bcuuku mBvpgenus 3a napywienue ce usnpawam go eAaBHUsL
pegakmop Ha cnucanuemo, kotimo npepaseaeskga obcmosimen-
cmBama u ce koncyamupa covc 3am.-pegakmopume no mosu
noBog. IlvpBonauainomo uzsicuaBane Ha caywas 3anouba, caeq
kamo Bcuuku cmpanu 6vgam nomoseHu ga npegocmaBsm
cBoume goBogu u ga obsicnam obcmosmescmBama B nucmena
popma. Ilo Bonpocume 3a Hapywenus BvB Bpw3ka ¢ npegcmaberu
uscaegoBameacku ganuu (memogu uiu mexuudecku Bvnpocu),
eaaBuusim pegakmop moxke ga ce koncyamupa kongugenyuaro
¢ ekcnepmu, koumo ca 3acaenenu 3a ugeHmuuHocmma Ha aBmo-
pume; uau ako mBvpgenuemo e cpewy eaabBrus pegakmop - ¢
Boruwen ekcnepm. IaaBrusm pegakmop u 3a.m.-pegak mopume
we Bzemam peuwierue gau uma gocmamuino gokaszameicmba,
koumo ga nakapam paszymen uwobek ga noBspba, ue uma Bo3-
moxknocm 3a uzBopwBarne na makoBa napywenue. Tsaxnama 3a-
gava He e ga onpegeAsim gaau uma gelicmbumesno HapyuleHue,
Humo ga ycmaroBsBam gemaiisume ok 0.0 mobBa napywenue. Ko-
2amo mBvpgenusma ce omHacam go aBmopu, peueH3upanemo u
nybaukyBanemo mozam ga ce npeycmanoBsam 3a momenm, go-
kamo ne ce npoBege onucanusm no-eope npouec. PascaegBaremo,
onucano no-eope we bvge 3aBvpuiero, gopu aBmopume ga om-
mezasm mamepuaia cu. B cayuaii na mBvpgenus omnpaBenu
kvm peyenzenmume uau pegakmopume, me3zu Auya uje 6vgam
3a.mecmenu om gpyeu, gokamo pazcaegBanemo ovge 3a8vpuiero.
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KIIMHNYHN OCOBEHOCTU 1 IUATHO3A
HA ABTO30MHO PEHECUBHUTE MAJIKOMO3BbYHU ATAKCUN

Teogopa YamoBa'?, MBatiro TopneBl??

! Kaunuka no nepBuu 6oaecmu, YMBAA ,, AaekcangpoBeka”, Codust
2 Meguuuncku YauBepcumem - Codust
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CLINICAL CHARACTERISTICS AND DIAGNOSIS OF
THE AUTOSOMAL-RECESSIVE CEREBELLAR
ATAXIAS

Teodora Chamova'?, Ivailo Tournev'2?

! Department of neurology, University hospital Alexandrovska
2 Medical University - Sofia
3 Department of Cognitive Science and Psychology, New Bulgarian
University

ABSTRACT

Autosomal recessive cerebellar ataxias encompass a diverse
group of rare neurodegenerative disorders in which a cerebellar
syndrome is the key clinical feature. Most of them have an early
onset before the age of 20 years and involve both central and
peripheral nervous systems and, in some cases, other systems
and organs. The classification of autosomal recessive ataxias rep-
resents a significant challenge because of high genetic hetero-
geneity and complex phenotypes. Currently 45 gene-defined
disorders for which ataxia is a core presenting feature can be in-
cluded in the list of AR cerebellar ataxias. This review presents
an updated overview of the various autosomal recessive cerebel-
lar ataxias. A clinical algorithm based on the associated symp-
toms is presented.

KEY WORDS: autosomal recessive cerebellar ataxia, differ-
ential diagnosis

PE3IOME

ABmo3oMHo-peuecuBuume maskomosbunu amakcuu ca
2pyna 2eHemu4HO U KAUHUYHO Xemepo2eHHU 3a00AsaBaHust, npu
koumo amakcusima e Bogew, cumnmom. [ToBeuemo om msix ca
¢ paHHo HauaAo, npegu 20 2oguwna Bv3pacm, kamo ce 3acsieam
ueHmpaaHama, nepupepHama HepBna cucmema, a npu Hsikou
¢dopMu u gpyau opeanu. ['oassMama 2eHemuyuHa, hamo2eHe-
muuHa u kaunuuna xemepozenHocm Ha AP maakomozbunu
amakcuu 3HauumeAHno ycaoxkusBa cvzgaBanemo Ha egunna
kaacudukauust. [To mo3u Mmomenm ca uzBecmuu 45 2ena, my-
mauuu 8 koumo Bogsim go pazBumue na me3u 3a0oasBanusi.
IIpegcmaBst ce onucanue u aa2opumsbM 3a guaenocmuka Ha AP
Maakomozbunu amakcuuu.

KIIOYOBU JAYMMU: aBmozomuo-peuecuBru uepede-
Aaphu amakcuu, gupepenuyuasna guaeHosu

HacaegecmBenume maakomosbunu amakcuu (HMA) ca 20-
AsIMa 2pyna xemepozeHHu HeBpogezenepamuBHu 3a060AsaBanus,
xapakmepusupawu ce ¢ npozpecupawa amakcusi, okyAomo-
mopna gucdynkuus, gusapmpusi, nupamugHu, ekcmpanupa-
MUGHU CUMNMOMU, NUZMEHMHA pemuHonamusi, nepudepHa
HeBponamust, kozcHumuBHU HapyweHus u gpyau cucmeMHu npo-

aBu. ['oassMama 2eHemuyvHa, namo2eHemuyHa u kKAuHuvHa xe-
mepo2eHHoCm Ha HacaegecmBeHume amakcuu 3HaYUMEAHO yc-
aoknsBa cv3gaBanemo na egunna kaacudpukauus. I[TepBama
kaacupukauus e cv3gagena om Greenfield npe3 1954 2. na 6a-
3ama Ha namoaAo2oaHamomuyvHume Haxogku (14). Caeg moBa
Harding npe3 1983 2., epynupa pazauunume ¢popmu Ha 6azama
Ha Bp3pacmma Ha HauaAo, HauuHa Ha yHacAegsBane u kaunuu-
Hume xapakmepucmuku (1, 17). B 3aBucumocm om muna na
yHacAegsaBane me ce kaacupuuupam na aBmo3oMHO-gOMUHAH-
muu (AJT), aBmosomuo-peuecuBuu (AP), X-cBopsanu u Mumo-
XOHgPUAAHU.

ITpu AP uepebeaapnu amakcuu npoepecuBromo 3acsizane
Ha maakust MO3bk, MO3buHUSL cmBoa u cnuHouepedeaaprume
nbmuwa ce acouuupa ¢ gpyau CUMNMmMOMU Om CMpaHa Ha Hep-
Brama cucmema (noAuneBponamust, cnacmuunocm), kakmo u
om cmpana Ha gpyeu opzanu (kapguomuonamusi, kamapakmu
u m.H), o0ycaaBswu komnaekcnu penomunoBe (12; 35). Tesu
¢$opmu Hali-uecmo ca ¢ paHHo Hauaao, npegu 20-2oguwHa Bo3-
pacm (17). 3a pazauka om AJT HMA, npu koumo e HaAuue yHu-
¢duyupane na HaumenoBanusima na omgeaHume ¢Gopmu, npu
AP dpopmu, makoBa auncBa.

Bboaecmnocmma ce ouensiBa na 0.0-7.2 na 100 000, cpegro
3.3 1a 100 000 (3, 27). Hati-uecmume ¢opmu ca 60aecmma Ha
Friedreich, amakcust okoaomomopna anpakcust u amakcust me-
Aaneuekma3sus. Bounpeku cepuosnust nanpegbk na moaeky-
AspHO-2eHemuyHUmMe uscaegBanus, kamo cekBenupanemo na
ek3oma, MHO20 cemelicmBa ¢ amakcuu ocmaBam HeguazHoC-
muuupasu.

AP HMA ¢ mexnume ocnoBru kaunuunu ocodbenocmu ca
npegcmaBenu na mabauua 1.

Arakcusara na Friedreich (AQ) e naii-uecmama aBmo-
30MHO-peuecuBua (AP) cnunouepedeaapna amakcus. boaecm-
nocmma na AQ Bapupa mekgy 1:20 000 u 1:725 000, kamo e
ycmaHoBen 3anagHo-uzmoueH 2paguenm B8 EBpona, ¢ naii-
MHO020 guaznocmuuupanu 6oanu 868 Qpanuust, Vicnanus u Vp-
aangus (33).3aboasBanemo e odycaoBeno om mymauuu BB
FXN- 2ena (9q13), kogupaw, MumoxoHgpuaAHust npomeux
¢dpamakcun, kamo nag 90% om 60AHUME ca XOM03020mu NO
abHopmHa ekcnansust Ha mpunykaeomugnust noBmop GAA
(nag 67) B ekson 1 na 2ena. Ppamakcunnbm, aokasusupan B
MUMOXOHgpUaAHust Mampukc e HeoOXoguM 3a cuHmes3ama Ha
keass3no-cepnu komnaekcu u Guocunmesa na xem, gemokcuka-
uusima Ha peakmuBnu cBodognu pagukaau upe3 akmuBauust na
eaymamuon-nepokcugazama u noBuwaBane na nHuBama na
muoaume. lepuyumbm my Bogu go nHampynBane na cBo6ogno
keast30 B Mumoxongpuume, gucdynkuus Ha guxameAanume Be-
pueu, noBuwaBane na nuBama na cBobognume pagukaau,
koemo Bogu go 3acuaBane nHa npouecume nHa okcugamuBen
cmpec u npozpamupana kaemovuna cmbpm (6, 23).

[Tamoaozoanamomuunume ocodenocmu npu AQ Bkalou-
Bam pegyuupan 00eM Ha 3agHUME U CMPAHUYHU CMbAOUU Ha
2pbOHauHUs MO3bk, geaenepauust u 2auo3a Ha cnuHouepeode-
AapHUME NbmMuwa, 3agHume kopeHuema u nupamugHume
nbmuwia gucmaaso caeg npekpbemocBanemo um 8 npogwazo-
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Bamust M0O3bk, npu OMHOCUMEAHO CbXpaHEHU NPoKCuMaAHU
cmpykmypu. Haauue ca gezenepamuBHu npoMeHu U HaMaAeH
Opoil Ha 20aemume HeBpoHu B cnuHaaHume 2an2auu, kaem-
kume B koaonama na Clarke B 3agnume poea Ha 2pbOHaUHUS
Mo3bk, nucleus dentatus u sigpama na VIII, X u XII YMH. Vc-
manoBsBa ce gezenepauust Ha gedeAOMUEAUHU3UPAHUME HEp-
BHu BaakHa Npu OMHOCUMEAHO CbXpaHEHU HEMUEAUHU3UPAHU
Baakna. Copgeunomo 3acsieane BkalouBa xunepmpoduuna kap-
guomuonamus ¢ keAe3Hu omaazanus B Muoyumume u Muo-
kapguo¢ubposa (16).

3aboasaBanemo ce kaacupuuupa kamo kaacuuecka u amu-
nuynu dopmu ¢ kbcno Havaro- caeg 25 2. u MHO20 kbCHO Ha-
yaao caeg 40 2. Ilpu amunuunume ¢opmMu cucmemHume
nposiBu, kamo kapguomuonamus, guabem u ckeaemuu gedop-
mayuu ce cpewam no-psigko (9). AQ e 6aBuo npoepecupawo
3aboasBane ¢ nauaro npu kaacuueckust Bapuanm B gemcko-
lonoweckama Bwv3pacm (cpegna Bv3pacm 15.5 2.) cbe cma-
muyna u asokomomopna amakcus, ¢ komnaekcna 2enesa, Bea.
nepudepHa ceHsopHa HeBponamusi, gezeHepayust Ha 3agHume
cmbAOUU Ha 2pbOHauHUA MO3bk, MaakoMo3buna u Becmuby-
AapHa gucdynkuus. 3aeydbama Ha camocmosimeAna noxogka ce
HabalogaBa cpegno okoao 11-15 2. caeg HauaA0mo Ha 3a00AsI-
Banemo.

Huaenocmuunume kpumepuu 3a kaecuueckus Bapuanm na
AQ (no A. Harding) ce pasgeasim Ha caeghume 2pynu (16):

1. OcnoBru kpumepuu, nabalogaBanu npu nHag 95% om cay-
yaume

* ABmozomHo-peuecuBHo ynacaegsiBane

* Hauaao npegu 25 2. Bbzpacm

e [Ipoepecupawa amakcust na kpatinuyume u noxogkama

* AuncBawu koaennu u axuaoBu pedaekcu

* Ecmensopen naanmapen omaoBop (pedaekc na Babinski)

e Ckopocm no gBuezameanume Baakna na n. medianus

>40 m/s

* Hucku uau auncBawu CHAII

2. Jonbanumeanu kpumepuu, nabalogaBanu npu >65% om
cayyaume

* Tuzapmpust

* [Tupamugna cumnmomamuka 8 kpakama

* AuncBawu pedaekcu B pbueme

* Tucmaana 3a2yba Ha cmaBuo-myckyaen ycem B kpakama

* Ckoauo3a

* Abnopmua EKT’

3. Opyeu kpumepuu, nabalogaBanu npu <50% om cay-
yaume

* Hucmaewbm

* Onmuuna ampodust

*"ayxoma

e JlTucmaana caabocm u amuompodust

* Pes cavus

* 3axapen guabem

Xapakmepna ocobenocm npu 6oanume ¢ AQ e akconnama
censopna neBponamus (23), npu kosmo L Santoro u cvaBm.
ycmanoBsB8am odpamuna kopeaauust mexkgy no-2oaemust 6poi
na GAA noBmopume u:

*no-Hucka A na CHAIT na n. suralis u n.medianus

* no-maabk Opoii 20aemu Baakna>7 um om Guoncusima Ha

n. suralis

B xoga na 3aboasBanemo He ce nadalogaBa uspasena gu-
namuka na EHI" napamempume. (28). MPT ycmanoBsiBa am-
podusi Ha 2pbOHAuHUSA MO3bk npu Aunca Ha uepebeaapha
ampodusi.

Artakcua- temanrmektasmsa (AT) uau cungpomem Ha
Louis-Bar e 3a6oasBane, odycaoBeno om mymauuu 8 ATM-
2eHa, kogupaw, npomeun om cemeticmBomo na phosphatidyli-
nositol 3-kinase, ¢ kalouoBo 3nauenue 3a npouecume Ha
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peayaauust Ha kaembunus uuksa, JJHK penapauusama u npo-
2pamupana kaembuna cMbpm - anonmo3sa. I'enbm ce cbemou
om 66 ekzona. Kombunauyusma om 6e3cmucaenu Mymauuu
Bogu go kaacuuecku mekwvk penomun, nopagu auncama na
cunme3 Ha pynkuuonasen 6eamnk, gokamo nozpewnocMucae-
Hume Mymauuu odycaaBsm no-aek ¢penomun, nopagu Haau-
yuemo Ha ocmambuHa ¢ynkuyus na ATM (18, 31).
Boaecmnocmma na AT Bapupa om 1/40,000 go 1/100,000 ku-
Bopogenu (26).

OcnoBrume kaunuunu nposBu npu kaacuueckust Bapuanm
na AT BkalouBam panna amakcusi, xopeoamemo3sHu xunepku-
nesu, okyaomomopna anpakcusi, okyaokymanuu meaanauek-
masuu, uMyHeH geduuum, noBuwen puck om Heonaasmu,
paguoceH3umuBrocm, XpOMO30MHa HecmabuaHoCm, noBuweHu
HuBa na aada-pemonpomeun. ITayuenmume 2ydssm camo-
cmosameAHama cu noxogka npes nbpBomo gecemuaemue om
*kuBoma (9, 20). dpyau kaunuunu nposiBu BkalouBam uzocma-
Bane B pacmezka, 2onagna ampodus u 3abaBeno noaoBo pas-
Bumue, 3axapen guadbem (26). ITpu m. nap. Bapuanm na AT,
Bca. nozpewHocMucAeHu Mymauuu, ce onucBa Bogewa gucmo-
Hust ¢ no-mexkko 3acsieane Ha AapuHeeaaHume, wulinume mMyc-
kyau u eopnume kpaiinuuu, muokaonyc u mpemop c
Bapuabuana Bb3pacm Ha HAUAAO Npu Aunca 3a uzsaBena amak-
cusi, meaanauekmasuu u nHopmasna MP naxogka na 2aaBen
Mo3bk (21, 29). IIpu nsikou om 6oanume ¢ m.Hap. Bapuanm na
AT ce onucBa guckpemna necmabuanocm Ha noxogkama 8
gemcka Bw3pacm, kostmo e namaasiaa ¢ Bpememo (21, 29). ITe-
pudpepnama akconna neBponamus e yecma kovcha nposiBa na
6oaecmma (34). I[Ipu 3aceznamume ¢ no-aek peromun uecmo-
mama Ha Heonaa3mume e no-Bucoka B cpaBuenue ¢ odwama
nonyAauus u e HaAuue noBuwen cepymen aada-pemonpomeuH.
AT caegBa ga ce gudepenyupa om aTakcus TeJIAHTHEKTa3usA
noxo0Hu cunapomu BkalouBam 3a60asB8anus, gvakawu ce na
mymauuu 8 MREI1 u PCNA- 2enume, yuumo kaunuvnu oco-
O6enocmu ca no-aeku u ca npegcmaBenu na mabauua 1.

ATakcusi OKyJIOMOTOpPHA anpakcusi 1 ce TbJKH HA MyTa-
mun B APTX 2ena (9p13.3), kogupaw, npomeuna anpamakcus,
Meguupaw, B3aumogeticmBusima Ha npomeunume, yuacmBawu
8 THK penapauusma (2) u B peayaauusima Ha MUMOXOHgpPU-
aanume ¢ynkuuu (32). 3aboasaBanemo e ¢ paHHO Hauaro- B
nbpBomo gecemuaemue om kuBoma, kamo B nauaaomo amak-
cuama u ekcmpanupamugnume xunepkunesu ca Bogewu npo-
sBu. Okyaomomopnama anpakcust € naauue npu okoao 80%
om 6oanume. BnocaegecmBue ce pazBuBa mezkka akconna no-
AuneBponamust, kamo 00oaHume 2y6sim Bb3moknocmma cu 3a
camocmosimeaHa noxogka B pamkume na 5-20 2. om HagaA0moO
Ha 3a60as8anemo (36). [Tpu yacm om Goanume ce yemanoBsiBa
koenumuBen gepuuum B pamkume na om aeka go mexkka ym-
cmBena uzocmanaarocm. HuBama na aada-pemonpomuen ca 8
HOPMAaAHU 2paHuyU.

ATakcus OKyJI0MOTOpHA anmpakcus 2 € 3a00as1Bane, gba-
’kawo ce na mymauuu 8 SETX- 2ena, kogupaw, JJHK/PHK xe-
aukaza, yuacmBawa B JJHK penapauusima u npouecupanemo
na PHK (22). Mymauuume B mo3u 2ex ce acoyuupam u ¢ A
loBenuana amuompoguuna raamepasna ckaeposa u Al mpe-
Mop - amakcust cungpom. ITamoaozoanamomuunume ocobe-
Hocmu BkalouBam 3nauuma 3a2y6a Ha kaemkume na Purkinje
u 2Au03a, no-uzpasena B odbaacmma na vermis B cpaBuenue ¢
xemucpepume. Kaunuunume xapakmepucmuku na 3adoasiBa-
nemo BkalouBam nauaao npe3 Bmopomo gecemuaemue om
’kuBoma, npoepecupawa uepedesapna amakcus, mexkka npo-
cpecupawa akconna nepudepna neBponamusi, okyaomomopna
anpakcusi, cmpabu3bM, X0Opest uAu gucmonust u noBuwenu HuBa
Ha cepymHus aadpa-pemonpomeun u kpeamun kunasza (3). Oky-
Aomomopnama anpakcust ce cpewa npu okoao 50% om 60a-
Hume, m.e. no-psigko B cpaBuenue ¢ 6oanume ¢ AOA1. TIpu
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nsikou 60aHuU e Haauue aek koenumuBen gepuuu. MPT na 2aa-
Ben M03bk € ¢ gannu 3a gudyszna Maakomozbuna ampodusl.

Hskou om mnozo pegkume ¢popmu Ha AP HMA ca guae-
HOcmuuupanu u npu 6vazapcku nayuenmu.

AP uepedenapna arakcus 3 (ARCA3) ce gbaku na myma-
uuu B ANOI0 2ena (10, 35), kogupaw, npomeut, yusimo ¢yH-
kuust e na kaauueBo akmuBupan xaopugen kanaa c Bucoka
ekenpecust B neBponume. Kaunuunomo navaao e mexkgy 6 u
35 2., ¢ guzapmpusi, cmamuyuHa u Aokomomopna amakcus, Huc-
maebM ¢ XxunepMempuunu cakagu, nupamugnu 6eaesu, aek koe-
HumuBen geduuum, myckyanu xunompoduu 8 npokcumasnume
yacmu Ha 2opHu kpaiinuuu, ¢pacuukyaauuu, ganuu 3a npegHo-
pozoBa u nepudepno-cmBoaoBa yBpega na EMI" u uepebe-
AapHa ampodust om neBpouszodpazaBawume uzcaegBanus

SCAR13 3a nbpBu nom e ugenmuduuupana npu 10 6va-
2apcku nauuenmu ¢ koneeHumaana amakcusi, npunagaexkawu
kbMm 5 pogocaoBust (15). CekBenupanemo na ekzoma npu 60a-
Hume u 3gpaBu cubdcu ycmanoBsBa gBotlino xemepo3zuzomHo
HocumeAacmBo Ha mymauuu 8 GRM1 eena, kogupaw, mema-
6omponen 2aymamamen peuenmop mGluR1, kotimo uma u3-
pasena ekcnpecust 8 kaemkume na Purkinje. mGluR1 mogyaupa
Bbmpekaembunama konuenmpauust na Ca?* u neBponnama
Bb36ygumocm upe3 cuenaana kackaga, Bka. pocdoaunaza C
(PLCB4), Bmopuunu nocpeguuyu kamo uno3umoa mpudoc-
¢am (IP3), guauuaeauuepoa (DAG), u npomeun kunaza C
(PKCy). Toti uma ocHoBHO 3HaueHUE 3a PaHHOMO NOCMHA-
maaHo pazBumue Ha maakomozbunama kopa, 3a cunanmuu-
Hama naacmuuHocm B maakus Mo3bk u xunokamna, 3a
npouecume Ha obyuenue u namemma. IIpegnoaaea ce, ue
yuacmBa B ocBobozkgaBanemo na neBpompacmumepu u HeBpo-
npomekuusima (13). OcnoBrume kaunuunu xapakmepucmuku
Ha 3aceanamume BkalouBam 3a6aBeno panno ncuxoMoOmopHO
pa3Bumue, HUCHK pbCm U ME2AO U enuAeNMUYHU NPUCMbNU.
AuncBa cvwecmBena npozpecust B xoga nHa 3adoasaBanemo. Om
HeBpoAo2uYHUSL cmamyc npu 3ace2Hamume ca HaAuue: NaHye-
pedeaapen cungpoM, no-mekbk Bepmucen, XopuzoHmaaen Huc-
mazbM, guckpemnu nupamugHu Oeaes3u, aeko go mexkko
ymcmBeno uzocmaBane. Om MPT na 2aaBen mo3bk ce ycma-
HoBsiBa Bapuabuana no mexkecm maakoMmoszbuna ampodust ¢
uau 6e3 ampodust Ha goanama yacm Ha Maakomozbunus Bep-
Muc.

Dysequilibrium syndrome (DES) wiu mnepeGenapnara
aTaKcus, yMCTBEHO H30CTaBaHe ¢ WK 0e3 MOX0IKa HA YeTHpPH
Kpaka obegunsBa 2pyna om 3aboasBanus ¢ aBmo3omuo-peue-
cuBen mun (AP) na ynacaegsaBane, kaunuuno xapakmepusu-
pawu ce ¢ Henpozpecupawa uepebeaaprna amakcus, noxogka
Ha yemupu kpaka u ymcmBeno uzocmaBane. 1o mo3u MoMenm
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ca ugenmuduuupanu uemupu 2eHa, ooycaabswu pazBumuemo
Ha mo3u cungpom: VLDLR, CAS8, WDS8I u ATP8A2. B Bovaza-
pust ca guaHOCMUUUpaHUu mpuma 60AHU, XOMO3U20mu NO My-
mauust BuB8 VLDLR 2en c xoMo2eHeH ¢eHomun Ha
Henpozpecupawy, nposBsBawu ce owe om pakganemo amak-
cust, mexkko go gbadoko ymemBeno uzocmaBane u cneuuduunu
xapakmepucmuku om neBpousobpassiBawume uzcaegBanus
kamo naxuaupust u nonmouepedesapHa xunonaasus (5).

[Tpu guaenocmuuupanemo u npocaegsiBanemo na 60AHuUme
¢ HMA ce u3noa3Bam cnagapmusupanu ckaau kamo Scale for
the Assessment and Rating of Ataxia (SARA) (30) u Neurologic
Examination Score for Spinocerebellar Ataxia. Om ocnoBno
3HaueHue 3a guaeHo3ama ca Bb3pacmma Ha HavaAo,
acouuupanume gpyau HeBpoao2uuHu U HeHeBpPOAO2UYHU NPOST-
Bu, HuBama na aada-pemonpomeun, Bumamun E, eaekmo-
neBpoepadusma,  HeBpoodmaamosozuuHama  ouenka,
HeBponcuxosouuuHama ouenka u pesyamamume om neBpous-
oOpaszsBawume uscaegBanust Ha 2aaBen u 2pbOHAUEH MO3bK.
JluaznocmuuHusim aszopumbM € npegcmaBen Ha Quaypa 1.
Okonuameanama guaenosa ce nocmaBs Ha 6azama 2enemuuHu
uscaegBanust, koumo gaBam Bb3mozxknocm u 3a npopuaakmuka
Ha HOBu cayuau B 3aceenamume cemeticmBa.

HNudepenuuasnama guaenoza na AP HMA e wupoka,
kamo BkalouBa peguua npugobumu 3a6oasiBanus (askoxoau-
3bM, gepuuum Ha Bumamunu, mpaBmu, cbgoBu 3aboasnus,
MHokecmBena ckaeposa, undekuuu, MyamucucmemHa ampo-
¢us, napaneonaacmuvHu eHueparonamuu) U gpyau 2eHemMuuHO
3aboasBanust (Tabauua 2). Om egna cmpana amakcusma
Moke ga e ocnoBen cumnmom He camo npu HMA, Ho u npu
HacaegcmBenume cnacmuvHu napanapesu, HacaegcmBenu ce-
muBHu u MOmMOpHU noAuHeBponamuu, MUMOXOHgPUAAHUME U
MemaboaumHume 3a00as18anust. Om gpyea cmpana noBeuemo
HacaegemBenu amakcuu umam komnaekcen ¢enomun ¢ anea-
’kupane Ha uenmpaAsnama u nepudpepHama HepBHa cucmema.
3a yaecHsBane Ha mo3u npouec e cb3gageH aszopumbMm RA-
DIAL, kolimo na 06a3zama Hna kaunuunus ¢enomun u
pe3yamamume om aabopamopHume u HeBpouzobdpazsBawume
uscaegBanust npegaaea Haii-BepossmHume 2eHemuyHU gUa2HO3U
(29).

3akmouenue: AP HMA ca xemepozeHHa 2pyna 2eHemu4xu
3aboasBanust, yuumo Opoii Bee noBeue ce yBeauuaBa, nopagu
pasBumuemo Ha 2enemukama. [luaeno3ama Ha mesu 3a00As-
Banust uecmo e npegusBukameacmBo, npegBug penomunnu-
mama ©OaAuzocm Ha uacm om ¢opmume, kaunuuHama
Bapuabuanocm Ha 6oAHUME ¢ Mymauuu B eguH u cbwu 2€H U
HAaAAUMUEMO HAa peguua gpyau 2eHemuuHu 3adoasBanus c
Bogew, camnmom amakcusi.

Tabauya 1.Kaunuunu xapakmepucmuku u 2enemuunu gegpekmu npu AP HMA (7, 11,20).

3abonsBane I'en OMIM Hauazno JlonbIHATETHI KIIMHUYHH TPOABH U XapaKTePHCTHKH OT
HeBPOH300pa3ABANIMTE M3CTeABAHUSA

Amakcust meaaneuekmasust (AT) ATM 208900 Jlemcka Bv3pacm Teaanauekmasuu, okyaomomopua anpakeus, omocensumuBrocm, uMyHen
geduuum, noBuwen puck om neonaazmu, noBuwenu HuBa na a-fetoprotein,
uepebeaapha ampodust

Amakeust meaanzuekmazus MREI11 604391 Jemcka Bv3pacm Okyaomomopna anpakeust, MP gannu 3a uepedeaapna ampodust

nogo6uu 3aboatBanust (ATLD)

ATLD2 PCNA 615919 Jlemcka Bv3pacm Teaaneuekmasuu, namasen cayx, pomocensumuBrocm, koznumuBen gedu-
yum, Hucvk pvem, MP gannu 3a uepebeaapua ampodust

Amakcust okyaomomopha EAOH 208920 Jemcka Bv3pacm Okyaomomopna anpakeust, koenumuBen geduuum, xunoasbymunemusi, xunep-

anpakeus 1 (AOAI) APTX xoAecmepoAeMus, uepedeaapa ampodust

AOA2 SETX 606002 fOnowecka Bv3pacm  IToauneBponamus, nupamughu 6eae3u, okyaomomopha anpakcust, mpemop Ha
2aaBama, guemonusi, noBuwenu nuBa na a-fetoprotein, uepebeaapua ampodust

AOA3 PIK3RS 615217 fOnowecka Bv3pacm  Okyaomomopua anpakcus, cenzomomopna noauseBponamusi, MP ganuu 3a
uepedeaapia ampodust

AOA4 PNKP 616267 Jlemcka Bv3pacm Jlucmonust, okyaomomopna anpakeusi, noauneBponamusi, koenumuBen gegu-

yum, MP gannu 3e uepedeaapna ampodust
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3abonsBane I'en OMIM Hauauno JlonbIHATETHH KIIMHUYHH POABH U XapaKTepPHCTHKH OT
HeBPOH300pa3ABAINTe H3CIeBAHNSA

Llepedpomenguno3Ha CYP27A1 213700 Jlemcka Bv3pacm Jlemenuust, napesu, cyxokuanu kcanmomu, amepockaeposa, kamapakmu, no-

kcanmomamo3a Buwenu HuBa na cholestanol, MP ganuu 3a uepedeaapna ampodus, uepede-

(CTX) AapHa u uepedpaana aeBkoenueparonamust

Amakcus ¢ ge¢puuum na TTPA 277460 IOnowecka Bv3pacm  Retinitis pigmentosa, mumybauus Ha 2aaBama, Hucku cepymnu nuBa Ha Buma-

Bumamun [T mun E, MP gannu 3a ampodust na 2pbOnaunus Mo3bk, Aunca Ha Maakomosby-

(AVED) Ha ampodust

Boaecm na Friedreich FXN 229300 Jlemcka-lonowecka ~ ITupamugnu 6eaesu B noaokumensen pedaeke na Babinski, ckoauosa, xunem-

(FRDA) Bv3pacm poduuna kapguomuonamust, cemuBna akcorna neBponamus, MP ganuu 3a
ampodust Ha 2pbOHAYHUS MO3bK, Aunca Ha MaakoMo3buHa ampodust

AP cnacmuyna amakeust na SACS 270550 Heonamaana uau gem- Cnacmuysa napanape3a, pes cavus, MP ganu 3a uepedeaapna ampodus, Au-

Charlevoix-Saguenay (ARSACS) cka Bv3pacm HEapHU XunousmensHu Ae3uu Ha T2 B pons

Cnunouepebeaapna amakeus ¢~ TDP1 607250 [Onowecka Bv3pacm  Tlepudepna akconna censomomopna noauneBponamust, gucmaana mMyckyana

akconna neBponamus 1 ampodusi, xunepxoaecmepoaemust, MP gannu 3a uepebeaapta ampodust

(SCAN1)

Cayman amakcust ATCAY 601238 Heonamaano M3ocmaBane B ncuxomomoporomo pazBumue, xunomonusi, cmpadusam, MP
gaHHU 3a uepebeAapHa Xunonaasus

Cenzopna amakeu, POLG1 607459 3psiaa Buapacm SANDO- censopua amakcusi, opmaamonape3a, Mmuokaonyc, nmosa, MP

neBponamus, gusapmpus u ganHu 3a uepedeaapua ampodusi, Ae3uu B 6540mo MO3LYHO

opmaamonaeaust (SANDO) u

MUMOXOHgpUaAHa peyecubna Jlemcka uau MIRAS- uepebeaapha u cenzopra amakcus, enuaencusi, Mu2peHa, MUOKAOHYC,

amakcust (MIRAS/SCAE) lonowecka Bv3pacm  MP ae3uu B 6aaomo mMo3vuno BewecmBa na Maakust Mo3wk u thalamus

Desequilibrium syndrome, VLDLR 224050 Heonamaano Henpozpecupawa uepedeaapra amakeust, ymemBeno uzocmaBane, xunomo-

Llepebeaapua amakcus, Hust, cmpabuzbM, noxogka Ha yemupu kpaka, MP gantu 3a xunonaasus Ha

ymemBeno uzocmaBate ¢ uau Oe3 goAHama yacm Ha cerebellum, naxueupust

noxogka Ha uemupu kpaka 1

(DES, CAMRQ1)

Llepebeaapna amakcus, WDRS81 610185 Heonamaano IToxogka na uemupu kpaka, koenumuBen geuuum, MP gasnu 3a xunonaazus

ymemBero usocmaBane ¢ uau 6e3 Ha Maakus Mo3vk u corpus callosum

noxogka Ha yemupu kpaka 2

(CAMRQ2)

CAMRQ3 CA8 613227 Heonamaano Aeko ymemBeno usocmaBane, noxogka na uemupu kpaka, MP gannu 3a uepe-
Oeaapna ampodust u ae3uu B 65:40mo Mo3buHo BewecmBo

CAMRQ4 ATP8A2 615268 Heonamaano KoenumuBen geuuum, noxogka na yemupu kpaka, MP ganuu 3a uepede-
AapHa ampodust

Cnunouepedeaapna amakcus ¢~ Cl0orf2 271245 Heonamaano Amemo3a, XunomoHusi, onmuyHa ampousi, 0pmaAMonAe2usl, Ha4aAEH CAYX,

Havaao B panna gemcka enuAencus, Xuno20Hagu3bM, YepHogpoOHo 3acseane, MP gannu 3a ymepena

Bv3pacm (IOSCA/MTDPS?) ampodust Ha Mo3buHus cmBoa u cerebellum

Cungpom Marinesco-Sjogren SIL1 248800 Hemcka Bv3pacm Kamapakmu, ymcmBeno usocmaBane, Muonamus, Hucvk pvem, MP gannu 3a

(MSS) uepedeaapta ampodust

JuaamamuBha DNAJC19 610198 Heonamaano JluaamamuBha kapguomuonamusi, Henpezpecupawa uepedeaapta amakeus,

kapguomuonamust ¢ amakeust ymemBeno usocmaBane, guceeHesust Ha mecmucume, aHeMust, noBuwen

(DCMA/MGCAS) ypunna 3-methylglutaconate acid, infantile onset

AP uepebeapna amakcust 1 SYNEI1 612016 3psiaa Bvapacm Yucma uepebeaapna amakcust, koenumuBen geguuum, nupamughu Oeaesu,

(ARCALI) MP gannu 3a yepebeaapua ampodust

ARCA2 ADCK3 612780 Jemcka Bv3pacm Hamaaena moaepanmuocm npu ¢usudecku namoBapBanusi, enuaencust, Muok-

(CABCY) Aonyc, koenumuBen geduyum, MP ganuu 3a uepedeaapna ampogust, 2Au03HU

¢okycu

ARCA3 ANO10 613728 fOnowecka uau 3psaa  KoenumuBen geguuum, Hucmazbm nagoay, MP gannu 3a uepebeaapta ampo-

Bv3pacm dus

[Ipucmonu, 2ayxoma, amakcus, KCNJ10 612780 Heonamaano Enuaencusi, Hamaaen cayx, yMemBeno uzocmaBane, mybyaonamusi, eaekmpo-

ymcmBeno uzocmaBase, eaek- Aumen gucbaaanc, MP e3 uepedeaapha ampodust

mpoAumeH gucharate

(SeSAME)

Kombunupana uepebesaprau  DNAJC3 616192 Om gemcka go 3psiaa  3axapen guabem, 3acsizane Ha uenmpaanus gBueameaen HeBpoH, 2ayxoma,

nepudeprunepBua amakeus, Bv3pacm MP gannu 3a 2eHepasusupana cynpa- u Hppamenmopuasna ampodust

2AyXoma U 3aXapeH guadem

(ACPHD)

Amakcust ¢ xuno201agu3bm RNF216 212840 Om gemcka go 3psaa  Xuno2oHagomponen Xuno2onagusbM, gemenuus, xopest, MP gannu 3a uepe6-

Bv3pacm paAna u uepedeaapta ampodust

Cnacmuyna amakcust 4 (SPAX4) MTPAP 613672 Jlemcka Bv3pacm Cnacmuuna napanapesu, onmuysa ampodus, koenumuBen geduuum

PHARC ABHDI12 612674 fOnowecka Bv3pacm  Censomomopha noauneBponamus, kamapakmu, ramaaen cayx, MP gannu 3a
Bapuabuana uepedeaapna ampodust

Cnunouepebeaapna amakcu- AP SYT14 614229 3psiaa Bvapacm 30cmaBane B ncuxomomopromo pasBumue, MP ganuu 3a uepedeaapna am-

(SCARI1) podust

SCAR13 GRM1 614831 Heonamaano KoenumuBen geguuum, nupamugnu eaesu, Hucbk pbem, enuaenmuyHu npu-

cmwnu, MP gannu 3a uepedeaapna ampodust
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3abonsBane I'en OMIM Hauauno JlonbIHATETHH KIIMHUYHH POABH U XapaKTepPHCTHKH OT
HeBPOH300pa3sBALIITe H3C/eIBAHIS

Salih amakcus/SCAR15 KIAA0226 615705 Jlemcka Bv3pacm Enuaencus, ymemBeno uzocmaBane, MP gannu 3a aunca Ha uepebeaapta am-
podust

SCAR7 TPP1 609270 Jlemcka Bv3pacm [TupamugHu Geae3u, 3acseae Ha 3agHume cmaabuu Ha 2p. Mook, mpemop,
MP gannu 3a yepedeaapHa u noimunsa ampodust

SCAR18 GRID2 616204 Heonamaano M3ocmaBane B ncuxomomopromo pasBumue, pemunasna gucmpodus, MP
gaHHU 3a uepedeaapta ampodust

SCAR16 STUB1 615768 Bapuabuana [TupamugHu Geae3u, seBponamus, xunozonaguzam, MP gannu 3a uepede-
AapHa ampodust

SCAR12 WWOX 614322 Heonamaana go gem-  Enuaencus ¢ I'TKII, ymemBero usocmaBane, cnacmuuumem, MP gannu 3a

cka Bv3pacm uepebpasna u uepedeaapta ampodust

SCAR20 SNX14 616354 Heonamaano YmemBeno usocmaBane, Hamaaen cayx, Makpouedaausi, guemopduzbm, MP
gaHHu 3a uepedeaapra ampodust

SCAR17 CWFI9L1 616127 Heonamaano VmemBero uzocmaBane, MP gannu 3a uepedeaapna xunonaasust

LIKNS/SCAR19 SLCYAL 616291 Jlemcka Bv3pacm I'ayxoma, MP gannu 3a Bepmucna ampogust

SCAR2 PMPCA 213200 Heonamaano He npoepecupawa uepedeaapua amakeus, koenumuBen geduyum, Hucvk
pvem, MP gantu 3a uepeBeaapta ampodust

SCAR21 SCYL1 616719 Jemcka Bv3pacm UYeprogpobua Hegocmambytocm, nepudepna HeBponamus, ack koenumuBen
geuuum, MP gannu ¢ uepedeaapna ampodust, usmbhsiBate Ha n. opticus

SCAR22 VWA3B 616948 3psiaa Bv3pacm KoernumuBen geduuum, nupamughu 6eaesu, MP gannu 3a uepedeaapa am-
podust u mbHwk corpus callosum

SCAR23 TDP2 616949 Jemcka Bv3pacm Tonuunu npucmbnu, koenumuBen geguuum, guecmopduzbm

SCAR24 UBAS 617133 Jlemcka Bv3pacm Kamapakmu, nepudepna neBponamusi, MP gannu 3a uepedeaapta ampodust

Lepebeaapna amakeust ¢ THGIL Jlemcka Bv3pacm 130cmaBane B ncuxomomopromo pazBumue, nupamughu 6eaesu, MP gantu

ymemBeno usocmaBane 3a BepmucHa xunonaasus

Tabauya 2. Ipyeu AP 3ad0asBanust ¢ Bogewa amakcust, Bausawu 8 gudpeperuuasnama guaznosu na AP HMA (7).

3abosBane Ten OMIM JlombHATETHI KIMHUYHA NPOSIBU M XAPAKTePUCTHKH 0T HEBPOM300pa3sBaIIuTe
H3cleIBAHNA

Abemaaunonpomeusemust MTTP 200100 Hapywena upeBra pe3opOuust Ha MasHUHU, XUNEPXOAECMEPOAEMUS], XUNOMPU2AULEpUgeMUs,
akanmouumo3a, Friedreich-nogobna amakcusi, Heonamaaso HauaAo, Aunca Ha uepedeaapha
ampogust Ha MPT

Nieman Pick mun C NPC1 NPC2 257220 Bepmukaana cynpanykaeapta opmaamonaeausip amakeusi, xenamo-, cnaeiome2aaus, Bapua-

607625 Ouana Bv3pacm Ha HauaAo, uepedeaapa u uepebpasHa ampodus u aesuu B 6540mo MO3bYHO

BewecmBo na MPT

Boaecm Ha Refsum PAHX 266500 Retinitis pigmentosa, noauneBponamust, amakeus, xunepnpomeuxopaxusi, aHoCMUs, HaMaAeH
CAYX, UXMU03a, Hauaao B lonowecka Bv3pacm, noBuwena ¢pumarnoBa kuceauna B cepyma, 0e3
MP gannu 3a uepebeaapna ampoust

Knena popma na GM2 2anzauo3ugosa HEXA 272800 Amakeus, gusapmpus, koenumuBen gepuuum, ekempanupamugnu nposBu, 3psiaa Bvzpacm na

(Tay-Sachs, Sandhoff) HEXB 268800 Havaro, MP gannu 3a uepedeaapra ampodust

SPARCA1/aseaen na SCAS SPTBN2 615386 Amakcust, koenumuBen geguuum, okyaomomophu Hapywenus, Hauaao B panna gemeka
Bv3pacm, uepedeaapa ampoust

SPAXS/aneaen na SCA28 AFG3L2 614487 Amakcus, cnacmuyumem, okyaomomopHa anpakcus, Muokaonuuna enuaencus, seBponamus,
gucmoHusi, onmuyna ampodust, Hauaao B gemcka Bv3pacm, MP gannu 3a uepedeaapna ampo-
Qus

Boucher-Neuhauser/ PNPLA6 215470 Amakcust, Xuno20Hagompone Xuno20HagusbM, Xopeopemunaana gucmpodgus, okuBenu CP,

Cungpam na Gordon Holmes Havaao B gemcka Bv3pacm, MP gannu 3a uepedeaapta u nonmusna ampogust

Cungpom Ha Gillespie / ITPR1 206700 Henpoepecupawa uepebeaapta amakeus, xunonaasus Ha upuca, koenumuBen geguuum, Heo-

areaen na SCA15/29 HamaAHo Hauaao MP gannu 3a npoepecupawa uepedeaapna ampodust

SPAX2/SPG58 KIF1C 611302 Cnacmuuna napanapesa, uepedeaapna amakcus, Hadaao 8 gemcka uau lonowecka Bov3pacm,
MP gannu 3a ae3uu B 6s1a0mo mo3buno BewecmuBo Ha capsula interna

SPG7 SPG7 607259 Cnacmuyumem, nupamugHu Oeae3u, amakceust, onmuyno eBponamust, nmosuc, Hauaao B
lonowecka uau 3psiaa Bvzpacm, MP gannu 3a uepebeaapta ampodust

SPG5 CYP7B1 270800 Cnacmuyumem, uepebeaapha u censopHa amakcust, Hauaao B gemcka uau lonowecka
Bv3pacm, MP gantu 3a ae3uu B 0514010 M03buHO BewecmBo

SPG11 KIAA1840 604360 Cnacmuyumem, amakcust, koenumuBen geguuum, censomomopta noauneBponamust, Ha4aso
B gemcka uau lonowecka Bv3pacm, MP gannu 3a muuvk corpus callosum u ae3uu B wuiinus
MUEAOH

SPG46 GBA2 614409 Lepebeaapna amakeus, cnacmuuna gusapmpus, aek koenumuBen geguuum, 2ayxoma, kama-
pakmu, rauaso B gemcka Bv3pacm, MP gannu 3a uepebeaapna ampodust u mwvhwk corpus cal-
losum

Bpogeto Hapywenue Ha PMM2 212065 30cmaBane B ncuxomomopromo pazBumue akcuaana xunomonus, abHopmuu outu gBuske-

2aukozuaupanemo mun 1A

Hust nepudepta neBponamust, koneeHumaano Hauaso, MP ganu 3a uepedeaapha xunonaasust
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3abonsBane I'en OMIM JlonbIHNTETHN KAMHIYHH IPOSIBY 1 XaPAKTePHUCTHKM 0T HeBPOH300pa3sBaluTe
M3cIIeBaHus
LBSL DARS2 611105 Lepedeaapra amakcus, mpemop, cnacmuyumemn, 3agrocmbabuoBa amakeus, akcorna neB-

ponamust, Hauaaoom gemeka go 3psiaa Bupacm, MP gannu 3a ae3uu 8 65:40mo Mo3buHo Be-
wecmBo, Mo3buHus cmBoa u 2pbOHAUHUL MO3bK

Jleguuum Ha MUMOXOHgPUAAEH COX20 220110 Lepedeaapra amakcus, quemonus, censopra akcorna HeBponamus, Haaso B gemeka uau

komnaeke IV lonowecka Bwv3pacm, MP gannu 3a uepebeaapua ampodust

Augepyaonaasmunemust CP 604290 Juabem, gemenuus, uepedeaapna amakcusi, gezenepayust Ha pemunama, kbcno Hauaro, MP
gaHHu 3a xunounmensnu Ae3uu B thalamus, 6a3aanu 2anzauu u nucleus dentatus

HeBpogeaenepauus ¢ hampynBane na PLA2G6 256600 Lepedeaapra amakcus, usocmaBase 8 ncuxomomporomo pasBumue, ncuxuusu nposBu, ak-

Xkeas30 mun 2A u 2B COHHA CEH30MOMOpHa noAuxeBponamus, Hayaao om paxna gemkea ga lonowecka Bv3pacm,
MP gannu 3a yepebeaapna ampodust u HampynBane Ha skeasizo globus pallidus

Cungpom Ha Poretti-Botshauser LAMA1 615960 Henpoepecupawa amakcust, usocmaBane 8 ncuxomomopnomo pazBumue, Hauaao 8 panua
gemcka Bv3pacm, MP gantu 3a uepebeaapna gucnaasus ¢ kucmu.

3agnocmbaduoBa amakeus ¢ retinitis FLVCR1 609033 Jlezenepayust Ha 3agHume cmbAGuU, retinitis pigmentosa, Hauaso 8 gemcka Bv3pacm, MP

pigmentosa gaHHU 3a CU2HAAHU a0ropMHOCMU B wulinug MueAoH

HeBponaanu uepoug Aunodycyunosu CLN5 CLN6 256731 M3ocmaBane B ncuxomomopromo pa3Bumue, enuaenmuyHu NPUCMbAU, 3pUMEAHU HapyLue-

601780 Husl, Hayaao B gemeka uau lonowecka Bv3pacm, MP gannu 3a uepedpasna uau uepedeaapa

ampodust

Cungpom Ha RampynBaxe Ha cuasoBa SLC17AS 604369 Xunomorus,, uepedesapia amakeus, yMemBeno usocmaBane, Ha4aA0 OmM HEOHAMAAHA GO

kuceauna 269920 3psiaa Bvapacm, MP gannu 3a uepebeaapha ampodus U geMueAuHu3auus

Cungpom Ha Joubert AHII, Amakcus, XunomoHus, HeOHaMAaAHU JUXameAHU Hapywenus, ymcmBeno usocmaBane, Hegpo-

ARLI3B, Hodmu3uc, koneenumaato nadaro, MP gannu 3a azene3us Ha uepedeaapus vermis
CC2D2A

Boaecm na Hartnup SLC6A19 234500 [eaazpa, uepedesapna amakceus, ncuxo3a, aMuHOAUUGypust, pAHHO HAYAA0

Jlemcka amakcus ¢ xunomueaunusauust na  elF2B 603896 LepeGeaapna amakceus cbe cnacmuyumen, 6bp3a npozpecust caeg mpaBma na 2aaBama uau

yeHmpaaHomo HepBHa cucmema ¢edpuaumem, Hauaro om panna gemcka go 3psiaa Bvapacm, MP gannu aeBkoenuedaaona-
must

L-2-XugpokcuaaymapoBa auugypust L2HGDH 236792 M3ocmaBane B ncuxomomopromo pasBumue, enuaencust, Makpouedaaus, uepedesapra

amakcus, Hauaao B panna gemcka Bwv3pacm, MP gannu 3a nogkopoBa aeBkoenuedasonamus
u uepedeaapna ampodust

GOSR2-cBop3ana MuokaoHuuHU GOSR2 614018 Amakcust, muokaonuyna enuaencust, nouwena kpeamun kunasa, Hauaao 8 panna gemeka
enuaencust Bv3pacm, MP ganuu 3a uepebeaapna u uepedpasna ampodust

Tpemop-amakcust ¢ uenmpaata POLR3A 607694 Tpemop, uepebesapna amakeust, koenmuBen ynagok, 3acseane Ha yenmpaanus gBuzameset
XUNOMUEAUHU3AUUS HeBpoH, Hauaso B gameka Bv3pacm, MP gannu xunomueaunusauust, uepedeaapta ampodust

u mbHbk corpus callosum

PeuecuBen cungpom na Behr OPAl 210000 Onmuuna ampodus, nepudepra reBponamus, 2acmpoUHMECMUHAARU CUMNMOMU, HauaAo B
panna gemcka uau gemcka Bo3pacm, MP gannu 3a uepeGeaapna ampodus

Ipu HaIMYHe HA CNACTHYHA

napanmJjerus- ia ce u3kaoun HCII,
ocu. SPG7
IMauueHT ¢ XPOHHYHO

nporpecnpama
nepedenapua
aTaKkcus
Jla ce M3KJII0MAT NPHI0OHTH 3200/ISIBAHNS: ATKOXO0JIM3BM, AeuuuT Ha
BHTAMHHH, TDABMH, Cb/I0BH 3260“““"“, MHOKECTBEHA CKJIepo3a, "H(l)eKll"“,
MYJITHCHCTEMHA aTpodus, nap NACTHYHH () THH
Tun Ha yHacaeasiBaHe
AJI win npu AP WM cIOpaIMYHH CIyYau, X- CBBP3aH THIL, 0CHOBHO 3aCsirane pu MuxoHApHATHH, ACOUHHPAHH C
KBCHO HAYAJIO H NP PAHHO HAYAJI0 H GBP3a MBiKeTe, 1a 3¢ wscaensa 3a FRTAX, ASAT, MHONATHS1, 0O)TAIMONIeT Hsl,
faBHa nporpecust MRXSCH, s1eBkouctpodus na Pelizeus PETHHONATHSL, MU THYHH
nporpecus \L Merzbacher,anpenoseskoaucrpodus NPHCTBIH, €HI0KPHHHH
| Be3 CEH30MOTOPHA MOJIHHEeBPONATHH | | Cne CEH30MOTOPHA NOJIHHEeBPONATHH |
Panno navaio, KbeHo Koruutusen OxyJiomMoTOp CnacTuuurer Komounauus ot Koruutusen C rayxora Jpyru
KOTHHTHBEH Hayaso, Aeduuut, HA anpaKcus, ¢ uepedesana P pHa ¢ ) T, *S‘g:::)q’ qgﬁ‘;]:;’z
"eq’“"';“ ecro ¢ KOrHUTHBE NOX0/IKA HA ekcTpanupa aTaKcust CeH30pHA aTAKCHSI, pauuoﬁna-{ano, 24
H HIHT, PP JIapHa
H;Prem;iwpﬂa u;:‘e%e‘;ap’ YEeTHPH KpaKa MHIHH CTX, retinitis “ea:)‘:ps(l)nl:l
T usl 1 SPAX4,SCAR16 .
CAMRQI, ,
emmTencis " CAMM_Q22 NPOsIBH, pigmentosa, Ge3 SCAR2,
Cayman atakensi, atpodus CAMRQ}’ epedenapua nepedenapua lzzl,}rsl:ll;,ll:.
MSS, DCMA, ARCAL, CAMRQ. ‘ aTpodus JULe HCTI- aTpodus g
SeSAME, SCARIS, SCARI11
s AT, ATLD, SPG5, 7, 11, 46 AVED,
20,23, ALDL2, ARCA3
PR AOAL, AOA2, SANDO/MIRAS,
XHITOTOHATH3BM AOA3, AOA4 PHARC, FRDA, I0SCA

Queypa 1. Tuaenocmuuen aaeopumsm 3a AP HMA (7)
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ABSTRACT

Acute virus associated encephalopathias (AVAE) are dis-
eases caused by virus infections /mainly, influenza A virus or
human herpes simplex virus 6 (HHV-6)/, in cases where virus
replication in the brain is not found and virus encephalitis, acute
disseminated encephalomyelitis, autoimmune encephalitis and
posterior reversible encephalopathy are excluded. The CNS
symptoms are caused by inflammatory mediators as conse-
quence to ,cytokine storm”, metabolic disturbances or disbal-
ance in excitatory and inhibitory neuronal systems. Diagnostic
criteria of AVAE are: 1. Acute CNS symptomatics; 2. Develop-
ment in the course of vius infection; 3. Lack of ierebrospinal
fluid (CSF) pleocytosis; 4. Presence of CSF hyperproteinorachia
and/or neuroimaging data for brain oedema; 5. Lack of other
disease explaining the encephalopathy. Presented are the criteria
for diagnostics and treatment of the different types of AVAE:
acute necrotizing encephalopathy (ANE), Rey syndrome, Rey-
related syndrome, Hemorrhagic shock and encephalopathy syn-
drome (HSES), Inherited metabolic disorders exacerbated from

acute virus infection, Acute infantile encephalopathy, localized
predominantly in the frontal lobs (AIEF), Hemiconvulsia-hemi-
plegia syndrome, Acute encephalopathy with refractory recurent
partial seizures (AERRPS), and Clinically mild encephalitis/ en-
cephalopathy with reversible lesions of splenium (MERS).
KEY WORDS: Acute virus associated encephalopathias,
Acute necrotizing encephalopathy (ANE), Rey syndrome, Rey-
related syndrome, Hemorrhagic shock and encephalopathy syn-
drome(HSES), Inherited metabolic disorders exacerbated from
acute virus infection, Acute infantile encephalopathy, localized
predominantly the frontal lobs (AIEF), Hemiconvulsia-hemiple-
gia syndrome, Acute encephalopathy with refractory recidived
partial seizures (AERRPS), Clinically mild encephalitis/ en-
cephalopathy with reversible lesions of splenium (MERS).

PE3IOME

Ocmpume eHuedaronamuu, acouuupanu ¢ Bupycnu unpek-
uuu (OEABU) ca 3aboasiBanus, npegusBukanu om Bupychna
undekuust /ocnoBHo 2punen Bupyc A, uau yoBewkusim xepnec-
Bupyc (HHV-6)/, npu koumo ne ce omkpuBa Bupycna penauka-
uus B moszvka u ca uskalouenu wmenuneum, Bupycen
eHuedasum, ocmbp guceMuHupaHn enuedpasomuesum, aBmo-
UMYHHU eHuedasumu, 3agna odpamuma enuedaronamusi u gp.
Cumnmomume om ITHC ce gba’kam Ha Bb3naaumeanu megua-
mopu BcaegecmBue ,,uumokunoBa Oyps”, MemaboAumHu
HapyweHus uAu Ha gucbasanc Ha ekcyumamopHUmE u UHXU-
6umopnu HeBponaanu cucmemu. Kpumepuume 3a guaznocmu-
uupane na OEABI ca: 1. Ocmpa cumnmomamuka om ITHC;
2. NzaBa B xoga na Bupycna undekuust; 3. Aunca na aukBopna
naeouumosa; 4. Haauuue Ha xunepnpomeuHopaxusi u/uau 00-
pasHu gaHHu 3a Mo3buen omok; 5.Aunca Ha gpyeo 3aboasBane,
o0sicusiBawo enuepasronamusima. IlpegecmaBenu ca kpume-
puume 3a guaeHOCMUYUPaHEe U mepanus Ha pas3audnu BugoBe
OEABI: Ocmpa nekpomusupawa enuepasonamusi (ANE),
CungpoM ,,xemopazuueH wok —enuyedasonamusi” (HSES), kaa-
cuuecku cungpom na Reye (RS), Reye-nogobden cungpom
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(RLS), Bpogenu memaboaumuu 3ab6oasBanust obocmpenu om
ocmpa Bupycna undekuust, Ocmpa enyegaronamus ¢ gBydasnu
evpuoBe u kvcro namasena gugpysus (AESD), Ocmpa undan-
muAHa eHuedpasonamus, 3acseawla NPegquMHO GpoHMaAHUME
Ar000Be (AIEF), Cungpom ,xemukonByacus-xemunaeaust”,
Ocmpa enueparonamusi ¢ peppakmepnu peyuguBupauiu nap-
uuasHu npucmbnu (AERRPS), u Kaunuuno aek enuedpasum/
eHuepasonamus ¢ oopamumu Aezuu Ha cnaenuyma (MERS).
KIIOYOBU IYMMU: Ocmpu enuepasonamuu, acoyuu-
panu ¢ Bupycau undekuuu (OEABIT), Ocmpa nekpomusupawa
enuedasonamust (ANE), Cungpom na Reye (RS), Reye-nog-
06en cuagpom (RLS), Cungpom ,,.xemopazuueH wok —enueda-
sonamust” (HSES), Bpogenu memaboaumnu 3aboasiBanus,
obocmpenu om ocmpa Bupycna undekuusi, Ocmpa undan-
muAHa enuedasonamusi, 3acs2awa NPeguMHO GpoHMaAAHUME
A0060Be (AIEF), Cungpom ,xemukonByacus-xemunaeaus”,
Ocmpa enuedpasonamust ¢ peppakmepnu peuuguBupauiu nap-
uuaanu npucmonu (AERRPS), Kaunuuno aek enuedasum/en-
uedpasonamusi ¢ obpamumu Ae3uu Ha cnaetuyma (MERS).

Ocmpume enuedparonamuu, acouuupanu ¢ Bupycuu unpek-
uuu (OEABM) ca 3a60asiBanust, npegusBukanu om Bupycha un-
¢dekuus, npu koumo ne ce omkpuBa Bupycna penaukauus 8
Mo3bka u ca uskalouenu menunzum, Bupycen enuedasum,
ocmbp gucemunupan enuepasomueaum (ADEM), aBmo-
uMyHHU eHuedasumu, 3agna oopamuma enuedasonamus u gp.
Cumnmomume om [THC ce gbakam Ha Bb3nasaumeanu megua-
mopu, MemadoAUMHU HapyweHusl uAu Hapywenus B 6asanca
Ha ekcuumamopHume u uHXuUOUMOpPHU HEBpPOHAAHU cucmemu
(21,29). Onucanu ca B SInonust npe3 1995 2. no Bpeme na
epunna enugemus (9,17,20,21,29), a BnocaegcmBue u B gpyau
cmpanu (6,15,16, 18, 36,40).

Kpumepuume 3a OEABU ca: 1. Ocmpa cumnmomamuka
om ITHC; 2. M34Ba B xoga na Bupycna undekuus; 3. Aunca na
AukBophna naeouumosa; 4. Haauuue na xunepnpomeunopaxust
u/uau 0Opa3Hu gaHHu 3a Mo3buen omok; 5. Aunca Ha gpyeo 3a-
0oasBane, obscHsaBawo enuedasonamusma. OEABI ce kaa-
cupukauguupm (10, 21) kamo: 1. Kaacuuecku c-m na Reye (RS);
2. Bpogenu memaboaumnu 3aboasiBanust, npoBokupanu uau
obocmpenu om ocmpa Bupycna unpekuust; 3. Reye-nogoben c-
M (RLS); 4. C-m ,xemopazuuen wok - enuepasonamus”
(HSES); 5. Ocmpa nekpomusupawa enuedpasronamust (ANE);
6. C-M ,xeMukonByacus-xemunaezus”; 7. Ocmpa unpanmuana
eHuedasonamus, 3acseawa NpeguMHo ppoHmasHume A00608e
(AESD); 8. Ocmpa enueparonamusi ¢ pedppakmepnu peuugu-
Bupawu napuuaanu npucmbnu (AERRPS); 9. Kaunuuno aek
enuedasum/ enuedasonamusi ¢ odOpamumu Ae3uU HA CnAe-
Huyma (MERS).

OEABI ca omnocumeano pegku 3adoasiBanust. HeBpoao-
2uunu cumnmomu 3a OEABIU ca yemanoBsiBenu npu 6,0% om
XOCNuMaAu3upaHume geua nopagu cbMHeHue 3a 2pun B eBpo-
nelicku 6oanuuu no Bpeme na nangemusima om epun A HIN1
npe3 2009/2010 (35), a ¢ ,m03bueH omok” ca 4% om u3caeg-
Banume 3a 2pun geua y nac npe3 2011-2012 2. (2). Hati-uecmu
ca B kvpmaueckama u panna gemcka Bwv3pacm (cpegna Bb3-
pacm 4 2.) (10), Ho ca onucanu u y Be3pacmuu (3,9).

Yecmomama Ha pazauuHume OEABU npu 983 cayuas 3a
mpu 2ogunu (2007-2010) B SAnonus e npegcmaBena na Taom. 1.
(10). Bkalouenu ca u aumbuueH evuedpasum u 3agua odbpamuma
enuedasonamusi, nopagu 0OCMPO HAUAAO ¢ npoMeHu B cb3na-
Huemo caeg npeguecmBawa unpekuust npu aunca Ha goodpe
geduHupano Mo3buHO Bb3naseHue, kakmo u nekaacuduuupanu
cayuau ¢ aeku enuepasonamuu ¢ Hopmaana KT uau MPT, uau
npunokpuBawu ce cungpomu (MERS, AESD u gp.) (10). Bov3-
pacmoBomo HayaAo npu omgeaHume CuHgpoMu € xapakmepHo:
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AESD cpegno na 1,72., nocaegBan om ANE - cpegHo na 3,32.
u MERSo0ko40 5,6 2. u B yuuauwna 8w3pacm) (10).

Tata. 1 Yecmoma na omgeanume cungpomu ¢ OEABI B SAnonust 3a 3 2. (10)

Cunppom Ha ocTpa Cokpamenne Yecrora  IIpornosa

ennedanonaTus

Ocmpa enuedasonamus ¢ AESD 28.7% Yecmu nocaeguuu,

gBydasuu evpuoBe u kveno Hucka cMbpmuocm

HamaaeHa gudysust

Kaunuuno aek enuepasum/  MERS 15.6% bBes nocaeguuu,

eHuedaronamust ¢ odpamu- Hucka cMbpmuocm

MU AG3UU Ha CNACHUYMa

Ocmpa nekpomusupauwa ANE 4.0% Bucoka cMbpmnocm

eHuedaronamust

CungpoM ¢ xeMopazuyeH HSES 2.0% Bucoka cMbpmnocm

wok u enuedaronamust

Aumbuyen enyedasum LE 15%

Reye-nogoben ¢-m RLS 0.7% CMbpmHocm uAu
nocaeguuu 8 30%

Ocmobp enuedasum c AERPRS 0.6%

pedpakmepru noBmapstuu

ce NapuUaAHU npucmbnu

Reye cungpom RS 0.4%

3agna obpamuma PRES 0.4%

eHuedaronamust

Jlpyeu c-Mu 13%

Hekaacuduuupanu 43.8%

Emuoaoeus na OEABH. Tpunnusim Bupyc e Bogewa npu-
yuna 3a OEABMU Bv8 Bcuuku npoyuBanus (2,17,18,19,21,38),
Bka. npu 59% om 82 geua c nogo3upana 2pun-acouuupana en-
uedaronamust B SAnonust (38) u npu 66% om 70 geua ¢ nogosu-
paH 2pun y Hac (2). Yecmomama Ha omgeAHume npuduHumeAu
Ha OEABI, ycmanoBenu 8 SInonus B nepuoga 2007-2010 2., u
Hali-uecmo cpewanume cungpomu ca caeguume (10):

1. 2punen Bupyc - 26.6% - cpewa ce BbB Beuuku Bv3pacmu;

npegusBukBa npegumno AESD, ANE u MERS

2. yoBewku xepnec-Bupyc 6 (HHV-6) - 17.0%. - npegu3Buk-

Ba OEABM npegumno npu kbpmauema, naii-uecmo
AESD. He npeguzBukBa MERS.

3. rotavirus - 4.0%

4. pecnupamopuno-cunyumuaaen Bupye (RSV) - 1.7%

5. gpyeu Bupycu (napomumes, agenoBupyc, HHV-7, HSV,

nopoBupyc, EBV, VZV, mopbuaosen Bupyc) - nog 1%
6. Escherichia coli u Salmonella -1.6%
7. Mycoplasma pneumoniae - 0.9%
8. Kom6unupanu undpekuuu - HHV-6 u RSV, uau poma-
Bupyc u Campylobacter jejuni uau E. coli - 0.5%

9. Heugenmuduuupan namoeen - 40.8%

ANE u MERS ce acoyuupam cuano ¢ 2pun, gokamo AESD
- ¢ HHV-6 (10).

Ilamazenesama na OEABJ e no 3 ocnoBHu Mexanuzma-
suumokunoBa Oypst”, MemaboaumHo Hapywenue u ekcumo-
mokcuunocm (Tada. 2) (21). OEABU BeaegemBue ,yumoku-
HoBa 6yps” npomuuam Hati-mezkko u ¢ nati-aowa npozno3sa,
Ha0alogaBam ce 2aaBuo npu mezkku cayuau na epun ¢ ocmpa
enuedasonamust (23,29), koecamo cepymuama u aukBoprnama
konuenmpauust na Bb3naaumeanume yumokunu kamo TN-
Faada u IL-6 e abnopmno Bucoka (21), a naasmunozena yBe-
AuuaBa ¢udpuHoauzama, cbgoBama npoHuyaemMocm U
Mu2pauusima Ha unpaamamophu kaemku kbm aesusima (21).
IIpu epynama OEABII ¢ ,,uumokunoBa 0yps” ocBen mozvka
ce yBpekgam u uepnust gpo0d, 6vOpeuume, cbpuemo, ckeaem-
Hume Mmyckyau, kpbBrume kaemku u kpbBonocnume cbgoBe,
nopagu koemo kaunuuHume cungpomu ca eHuedpasonamus,
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cucmeMet Bv3naaumeaer omzoBop, MyAmuopaaHta Hegocma-
MbYHOCH, CUHPOM Ha guceMuHupana unmpaBasaana koaay-
aonamus ([VIK) u xemodazouumen cungpom (21).

Taba. 2. TTamoeenemuuna kaacuukauus na OEABI (21)

OcHoBen Hlurokunosa Oyps“ MerabommTHo Exciuro-

NaToreHeTHYCH HapylIeHne TOKCHYHOCT

CHHIPOM

Cunapomu n Reye-nogoben c-m  Kaacuuecku Reye  Ocmpa enueda-

doectn Ocmpa nekpomusu- — cungpom Aonamus ¢
pawa eduedasona-  Bpogenu Memado-  pebpuaet
must AumHu boAecmu konByacuBen
Xemopazuuen wok- enuAenmuyeH
enuedasonamust cmamyc

Jlokamusanus u - [ludysen Tudysen Aokaauzupau

BHJI HA MO3BY-

HUSA eleM

Yepnogpodna  Aeka go mekka Aceka go mexkka AuncBa uau

THCHYHKINA Aeka

UK cunpgpom,  Yecmo Pagko Psgko

MyJTHOPTaHHA

HeocTa

THYHOCT

CwmbpTHOCT Bucoka Vmepena Hucka

Puckosu HCIIB Caaugusamu Teoduaun

dakTopn

1. Ocrpa HekpoTu3zupama ennedanonarusi (ANE) e nali-
yecmo onucBanama no cBema OEABIU (20,26). Cpegnama
Bv3pacm Ha nauyuenmume ¢ ANE e 3,32 (10). IIpeguecmBa-
wama undekuust e epun mun A (41,0%), uau HHV-6 (20,5%)
(10), B egunuuHu cAywau npu napazpun, Bapuueaa (26), cox-
ackie A9, pomaBupyc (20), Mycoplasma pneumoniae u JITK
Bakcunayusi ¢ nbanokaembuna nepmycucha Bakcuna ( 26).
I'punen Bupyc ce omkpuBa upe3 PCR B aukBop camo npu 10%
om geuama ¢ 2pun-acoyuupana enuedpasonamus (18). Iamo-
eenemuuno ANE ce namupa nHa kpbcmonbms mexkgy
undpekuusima, Bbanasumeanus omeoBop, MemadoAuzMa u 2e-
nemukama (26). Cnopeg xunome3ama 3a yumokunoBama Oypst
IL-6 u TNF aada yBpekgam engomeaa u nogaekawume
kaemku. I'enemuuna npegpasnoaokenocm e naauuye npu ¢a-
MUAHU UAU peuuguBupauu cayuau u mymauust 8 2cena RANBP2
(11,26,32). [lamoanamo.muuro ce yemanoBsiBa Mo3buen omok,

Tata.3. Kaunuunu nposiBu va ocmpa nekpomusupawa exuedasonamust (ANE) (20)

Cumnromu: Yecrora (%)
IIponpomu:
Ocmpa pecnupamopHa undekuust 97
(Debpuaumem 88
Camnromm:
Koma 100
I'"vpuoBe 97
Xunepnupekcust 83
XunepBenmuaayust 90
[Ilok 36
Jlekopmukauust/geuepebpauust 87
Muoza 78
baBna 3enuuna peakuus Ha cBemauna 22
Omok Ha nanuaume 38
Cyxoxkuana xuneppedaekeust 67
Cumnmom na babuncku 52
Xenamome2aaust 46
Juapust 45
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obwuphna koazyaauuonna nekposa cumempuuno B masamy-
cume, nymamMeHume, gbabokomo 65140 BewecmBo na 2aaBrust
u Maakust Mo3bk, 8 meamenmyma Ha MO3bUHUSI cMBOA; HaAuue
ca u nemexuaAnu xemopazuu (2,15,20,31). Xapakmepno e na-
pywaBanemo na kpbBno-aukBopnama Oapuepa npu Aunca Ha
Bv3naaumeana unpuampauvus Ha MmeHunaume u Bupyc 8 LTHC
(26). ITpu 61% om cayuaume ce omkpuBa ueprnogpobHa cmea-
mos3a. (20). Kaunuunu nposiBu na ANE 3anouBam 1-3 gnu om
Hauaaomo Ha Bupycnama undekuust (20,26,) (Tada. 3) ¢ ¢peod-
puaumem (12,20), c 6bp30 BaowaBane na neBpoaozuunus cma-
myc, Bb3MokeHn geaup, 2eHepaAu3upaHu MOHUYHO-KAOHUUHU
npunagouu (I'TKIT), nocaegBaw, conop u koma B nbpBume 24
vaca (20,28). AuncBam meHuneeaseH cungpoMm u ¢okaana
HeBpoaozuuna cumnmomamuka. Bwamozknu ca xemamunoBu
noBpbwanus u guapusi, apmepuaana xunomonus. IIpu npe-
kuBeaume nauuenmu Bn3cmanoBaBane na cb3naHuemo
HacmbnBa MeXkgy 6 u 10 gHu, HO HeBporo2uunama cumn-
momamuka ce nogobpsiBa 6aBro u Hali-uecmo Henbao (20).
MscaegBanus: HeBpouszobpassBawume uszcaegBanus (KT
uau MPT) npu Becuuku nayuenmu go 12-ust yac om nacmbnBane
Ha komama paskpuBam Mo3bueH omok u cumempuyHu Ae3uu
8 maaamycume - xunogencuu npu KT, a npu MPT - xunoun-
mencHu Ha T1 u xunepunmensnu Ha T2, uau xunepuHmeHcHu
Ha T1 u T2 npu xemopazauu (6,20). ITpu gupysuonnama MPT
(DWI) uma aaMuHapHU npoMeHu nopagu BazozeHeH, Lumo-
mokcuueH egeM, ueHmpaaHu xemopazuu u nekposa (26, 36), a
npu MazHUmMHo-pe3oHancHama cnekmpockonus aakmambm e
yBeauuen (33,36). Onucanu ca u xunepunmenstu Ha T2 ae3uu
B8 3agnomo kpaue na Bompewnama kancyaa (100%), aenmu-
kyaapnomo sigpo, nepuBenmpukysapnomo 0540 BewecmBo
(68%), B npogbazoBamust Mo3bk (71%), nonca u MeseHueda-
AoHa (73%) (20). OcmambuHUmME NPOMEHU Ca MO3bYHA aMpo-
¢usa, maaku maaamuunu kucmu uau kaauupukamu (20).
Aabopamopru gannu (20,21): YBeauuenu ca CYE (npu 42%),
CRP (76%), cepymHUme mpancamunasu, Aakmamgexugpoae-
Haza (87%), kpeamunkunasa (48%), ypest (90%), kpeamunun
(16%), amonsik (6%) u 6uaupybun (3%). Y cmanoBsiBam ce me-
maboaumna auugosa (88%), noBuwen kpwvBen aakmam (19%)
u nupyBam (38%) (20). ITpu mexkkume cayuau ce omkpuBa
mpombouumonenus (8 50%), ygvaskeno npompomounoBo uau
napuuaano mpombonaacmunoBo Bpeme (38%), namaaen $pubd-
punozen (54%) u yBeauuenu QIIIT (57%), HO He go cmenex Ha
UK cungpom. Buoxumuunume omkaonenust npozpecupam
npe3 nbpBume mpu gHu, a N'bAHO HOPMaAu3UpaHe HacmbnBa
3a 3 go 5 cegmuuu. AukBopwsm e ¢ xunepnpomeuHopaxusima
(78%) u yBeauuenust Mmueaun-6a3uaen npomeun (MBP) - 83%,
0e3 naeouumosa, ¢ Bb3mozkna kcanmoxpomus, a aakmam u nu-
pyBam ca nopmaanu. EET" nokasBa gugysna 6aBnoBbanoBa ak-
muBuocm 1-6xu B ocmpusi cmaguili, a napokcuzmasnama
akmuBnocm 3auecmsBa caeg cegmuuu (20). CayxoBume eBoku-
Ppauu nomenyuaiu ca nomuchamu uau auncBauwu 8 86% (20).
Jluaznocmuynume Kpumepuu 3a 0Cmpa HeKpomu3upauja eH-
yegaronamus (ANE) BkalouBam (10): 1. Ocmpa enuedasona-
mus 1-3 gHu caeg Hauaaomo Ha ¢ebpuano 3abdoasBane,
3agbakumeaen kpumepuii e koma, nogkpensiw, kpumeputi —
2bpuoBe; 2. Cumempuunu Myamudokasnu aezuu npu odpas-
Hume uscaegBanust cbe 3agbakumeana aokaauzayus — 8 gBama
maaamyca u nogkpensiwia aokaauzauust — B nepuBenmpukyaap-
Homo 0540 BewecmBo, capsula interna, putamen, MO3bueH
cmBoa (Me3eHuedaseH meaMeHmyMm ), npogbazoBamust MO3bK;
3. Aunca na aukBopHa naeouumosa, 4ecmo uma xunepnpome-
uHopaxus. 4. VBeAuueHu cepyMHU mpaHcaMuHa3u B pa3auuna
cmeneH, HopmaaeH amonsik B8 cepym; 5. V3kalouBane na gpyeu
3a0oasBanus — unpekuyuoznu, memadoaumuu, mokcuuHu, aB-
moumyHHu. [ enemuunu gakmopu npu ANE. TIpu pamuanu uau
peuuguBupawu cayvau ¢ ANE e yemanoBeno aBmozomno-go-
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MUHAaHMHO YHacaegsBane Ha moukoBa mymauust B eena
RANBP2 (Ran-binding protein 2), kosmo Bogu go napywena
MumoxoHgpuaana ¢gynkuus uAu HapyweHa cuzHaaHa mpaH-
cgykuus na IL-6 u TNF alfa (26). VMinguBugume ¢ mymauus 8
RANBP2 umam 40% Beposamnocm ga pa3Busm ANE npe3s %ku-
Boma cu, a geua, npexkuBeau ANE umam 50% Beposmnocm
om peuuguB. Jugepenyuasna ouacnosa na ANE uaii-uecmo
eKa046a:

- opyeu OEABU: Cungpom na Reye: TTpu ANE auncBa xu-
nepamMoHueMus u xunozaukeMusi, 4ecmu ca XunepnpomeuHopa-
Xusima u guapusima, a npu Reye cungpom auncBam
cumMempuyHume M0O3buHu Ae3uu, koumo ce nosBsBam pano no
Bpeme na komama npu ANE (20); Xesmopaeuuen wok-enyega-
aonamusi cungpomn (HSES) npomuua cbwio ¢ koma, HO ¢
mexkko Mmyamuopzanno yBpexkgane. Ha KT uau MPT ce om-
kpuBa mo3buen omok u MuokecmBo necumempuyHu XeMopa-
2uvHU U HexeMmopazuunu undpapkmu B mo3zwvka(20).

- Ocmpuam oucemunupan enyedaromueaum (ADEM) ce
xapakmepu3supa ¢ pokasen neBpoaozauuen gepuuum, uma auk-
Bopna naeouumosa, a 8 MPT aezuume ca acumempuunu
(20,31). Ocmpusam xemopazuuen aeskoenyedaium e ¢ MHO20
mezkko npomuuane, pokasna neBpoaozuuna cumnmomamuka,
2bpuoBe u acuMempuyHU MO3bUHU A€3Ul nopagu cbgoBa nek-
posa (20 ).

- Beno3na mpomo6o3sa na vv. internae, v. magna Galleni uau
sinus rectus npomuya ¢ nogodHu odpasHu u kaunuynu nposBu,
guaenocmuuupa ce ¢ Benoapadus npu KT uau MPT (20,37).

- JIpyeu 3a604sn8anus ¢ noooona na ANE kiunuuna xKap-
muna ca: mexkka 6akmepuasna uau Bupycna undekuusi, Gpya-
MUHaHmeH xenamum, mokcuyen wok, unmokcukauus,
XEMOAUMUYHO-YPEMUYEH C-M, monauteH ygap (20).

- [Ipyeu 3aboas8anus ¢ noooona na ANE ¢ nodoona obpasna
Haxooxa ca: Leigh cungpom u gpyeu MumoxoHgpuasHu 00-
Aecmu, 2aymapoBa auugemusi, MemuaMaAoHOBa auugemus, us-
¢danmuana cmpuamasna Hekposa, eHuepasonamus Ha
Wernicke, Bveaeokucno ompaBsine, Mo3bunu Backyaumu, ap-
mepuaanu uau Benosnu undapkmu, anokcuuna enuedasona-
musi, YepenHo-Mo3buHa mpabma (20).

IIpoenosama npu ANE e aowa. ITbano Bv3cmanoBsBane
uma B 12,8%, aeku go ymepenu nocaeguuu — 23,0%, mekku no-
caeguuu - 33,3%, u cmopm - 28,2% (10). Onucanu ca ocma-
MbYHU cCnacmuyHa mempanaeausi ¢ puaugnocm (63%), mezkko
ymemBeno uzocmaBane (63%), enuaencust (24%), xemunapesa
(13%), guzapmpus uau ckangupana pey, UHMEHUUOHEH mpe-
Mop u/uau amakcust (13%) (20). CmBoaoBume ae3uu ca ¢ Aowa
npozxosa (27).

2. CuHIpOoMBT ,XeMOparuieH IOK-eHIepamonaTusa®
(HSES) e 2,0% om Bcuuku OEABU mekgy 0 u 8 2. (cpegna
Bv3pacm - 2,92). Emuoaoz2uuno e cBvp3an ¢ epun, HHV-6, po-
maBupyc, a namozenemuyHo ¢ ,uumokunoBa oyps” (21). HSES
npomuua MHO20 mezkko, yecmo ¢pamaaHo, ¢ uzpazeHa xemo-
pacuuna guamesa BcaegemBue VK cungpom, xunoBoaemuuen
wok u myamuopzanna gucdynkuust. Beamokno e npunokpu-
Bane ¢ Reye-nogoben c-M (21). KT u MPT ycmanoBsiBam omok
Ha Mo3buHama kopa uau ueaust Mo3bk, Bb3mokHu ca u acume-
mpuyHu uHmpakpaHuasHu XeMopa2uu U XeMOpa2u4Hu U Hexe-
MopacuuHu Mo3buHu uHdpapkmu (21). Juaenocmuunume
Kpumepuu 3a CUHOPOMA ,XeMOPA2UYeH ULok-eHedaionamus
(21) ca: 1. Hauaao B kbpmauecka u panna gemcka Bv3pacm
(nati-uecmo 2-10 mec). 2. Ocmpa enuedasonamusi (anHesi, 2bp-
uoBe, koma). 3. PeGpuaumem (pekmasna memnepamypa noHe
39°C). 4. lllok (AH <50 mmHg). 5. VK cungpom (kbpBene
om kozka, mykosu, ecacmpounmecmunasen mpakm, mpomoo-
uumonenust <100.101), ygbakeno npompombunoBo Bpeme,
ygbakeno akmuBupano napuuaano mpombonaacmunoBo
Bpeme, namaaen pudpunozen, Haauuue Ha pudpun-gezpagauu-
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onnu npogykmu). 6. Xenamaana gucdynkuus (Hag mpu-
kpamno yBeauuenu mpancamunasu). 7. Hopmaaen cepymen
amonsik. 8. Bropeuna gucpynkuust (a3omemust, XunepHampu-
emMusi, MemadoAumua auugosa). 9. VskalouBane na nogobxu
cbecmosiHusA (Hanp. cenmuyeH wok, ¢-M Ha mokcuuen wok,
Reye cungpom, xemoaumuko-ypemMudeH Cungpom).

Pannama guaenosa ce ocnoBaBa na yBeauuenume uepHo-
gpoOHu en3umu, kpeamunkunasa u peppakmepnume apmepu-
aAHa XUnomeHsus U MemaboAumua auugosa, Hekemomuuna
xunozaukemust (30). Hama epukacno aeuenue na HSES. Ieau
ce HaMmaassBaHe Ha MO3bUHUS OMOK ¢ OCMOMUYHU guypemuuu
u noggwpzkane na agekBamna uupkyaauust ¢ unmpaBenosnu
BauBanust u Bazokoncmpukmopu (14,30). IIpoenozama npu
HSES e aowa. Cmbpmuocmma e mekgy 35 u 82%, a mezxkku
HeBpoaozuunu nocaeguuu ce ycmanoBsiBam npu 20-30%,
nbAHO Bb3cmanoBsBane - camo npu 10% (10).

3. OEABU BcaencTBue MeTa00IMTHO HAPYLIEHHE:

3.1. Kaacuyecku cundpom na Reye e npexogHo HapyweHue
Ha MHOkecmBo Mumoxongpuaanu pynkuuu, npoBokupano om
Bupycna undekuus, Bkalouumeano Bapuueaa uau caaugusamu,
Hati-uecmo myXkgy 5 u 10 2oguwna Bwv3pacm. Cneuudpuunu
CUMNMOMU ca xunepamonuemusi, xunozaukemust, MmukpoBe3su-
kyaapna Mmacmna Memamopdo3a Ha xenamouumume u gedpop-
Mauusi Ha mumoxongpuume. KT u MPT ycmanoBsiBam
gudysen Mozbuen omok (21). Juaznocmuynume kpumepuu 3a
cunopom Ha Reye (21) ca: 1. Ocmpa HeBb3nasumeana enueda-
Aonamusi, gokymenmupana kaunuuno upes npomsina B cb3Ha-
HUEMO U, Npu HaAuvHOCM, C uepedpocnunaseH AukBop
cbgbpkaw, aeBkouuma nog 8.109/a, uau upe3 xucmoao2uuHU
gaHHu 32 MO3bueH omok 0e3 nepuBackyaapno uau menunze-
aAHo Bv3naaenue. 2. Xenamonamusi, gokymMeHmupana xucmo-
AO2U4HO kamo guaeHocmuuna 3a Reye c-M, uau none
mpukpamuo noBuweHue Ha acnapmam aMuHompaHcdepasa
uAu araHuaMuHompancéepasa uau amonsk. 3.Aunca Ha no-
goOpo o0sicHeHUe Ha MO3bUHUME U YepHOgPOOHUME CUM-
nmomu.

CpuemaHuemo Ha eHuedasonamusi cbC cmeamosa ce
cpewa ocBen npu cungpoma Ha Reye u Reye-nogoduu cbemos-
Hust u npu ANE (21). ITpu cungpomume na Reye u na Leigh ce
omkpuBa xunepamonuemus, xunozaukemust u aakmamua auu-
gosa u AuncBam cuMempuuHu masaMuvHu Ae3uu 3a pazauka
om ANE (21).

3.2. Reye-nodoben cundpom e negobpe gedpunupano 3abo-
adBane ¢ ocmpa enuedasonamust u mexkko uepnogpodHo yB-
pexkgane npu ,,uumokunoBa 6yps” (21). 3acsea Be3pacmma
Mmekgy 1- u 5-2. u ce npoBokupa om HCIIB. YcmanoBsBa ce
3HauumeAaHo noBuweHue Ha mpaHcamuHasume, HO 0e3
OGuoxumMuuHume u xucmoao2uuHu xapakmepucmuku na Reye
cungpom kamo xunepamonuemMusi, xunozaukemusi, MmukpoBe3su-
kyaapna Mmacmna Memamop¢o3a Ha xenamouumume u gepop-
Mauust Ha mumoxongpuume. KT u MPT ycmanoBsBam
Mo3bueH omok, odoxBawaw, Mmo3vka uau mo3bunama kopa (21).

3.3. Bpooenu memabosumnu 3a00456aHUsL MO2am ga ce
obocmpsim 0bp30 no Bpeme Ha undekuust u 2aagyBane u ga
umumupam OEABU TakuBa memaboaumnu 3aboasBanus ca
HapyweHusima B mpaHcnopma Ha Macmuume kuceAauHu u
6ema-okucaeHuemo, B Memadoau3ma Ha ope2anuunume kuce-
AuHU, 2Aukoauzama u ypeiinus uukva. Cycnekmnu gannu 3a
Bpogeno Mmemaboaumno 3a60as1Bane ca pamuanocm, peuugu-
Bupaw, xapakmep, xunozaukemusi, xunepamoHuemusi, Aak-
mamua ayugo3sa. IIpu nogosupano Bpogeno memaboAumso
3aboasBane ce 3ampassaBam kpbB, ypuna u aukBop 3a 0bgewu
6uoxumuunu uscaegBanus (21). KT u MPT nati-uecmo nokas-
Bam necneuuduuen Mo3bueH omok uau ceaekmuBHo 3acsieane
Ha gbabokomo cuBo BewecmBo, Bkalouumeano na 6azasnume
2aHeAuU, HanpuMep Npu MemuAMaAoHoBa auugemust u 2Ayma-
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poBa auugypus (21).

4. Octpu eHuedanonaTuu BeaeICTBHE eKCIHUTOTOKCHY-
Hoct (u3Becmnu owe kamo OEABM ¢ emmientu4nn mpu-
crpnu kamo Bogew, cungpom, uau octpa eHuedanonatus ¢
Bb3MAJIMTETHO-MeMHPaH eNuIenTHYeH craryc) ca 2 nog-
muna (AESD u FIRES) (25). 3anouBam kamo ycaoxknen ¢peo-
puUA€H 2bpy, ¢ nocaegBawu cneuuduunu kaunuunu u odpaszuu
nposiBu u auncBam gokazameacmBa 3a undpekuuozen npuuuHu-
meA uAu aBmoumMyHeH npouec.

4.1. Ocmpa enyedasonamus ¢ 08yaznu 2bp1oee 1 KbCHO
namasena ougysus (AESD) e uzBecmna u kamo ,,Ocmpa en-
uedasonamust ¢ pedpusen konByacuBen enuaenmuuen cma-
myc” u ,Enuedpasonamust ¢ 6udazno kaunuuno npomuuane”
(21). AESD e nati-uecmustim cungpom na OEABU npe3 nbp-
Bume 2ogunu (cpegna Bv3pacm -1,72.) (10). IIpeguecmBa ce
om unpekuus ¢ HHV-6 (38,2%), epun (9,5%), HHV-7 (1,8%),
pomaBupyc u RSV (no 1,4%) (10). OcnoBen namozenemuuen
MexaHu3bM e ekcuumomokcuunocm u anonmosa (21).

Kaunuunomo npomuuane na AESD e xapakmepno: ITbp-
Busm ebpu e npogbakumesen Ppedpusen ¢ nocmukmaana
koma, nocaegBawo cmenenno nogodpenue, a npe3 4-us uau 5-
us gen Hag 50% om cayaaume umam cepus om GedpuAHU UAU
adebpuanu 2vpuoBe (m.Hap. ,kvcau” 2bpuoBe), koumo uecmo
ca napuuaAHu ¢ BmopuuHa 2enepaausauusi ¢ nocmukmaana
koma. Caeg BvzcmanoBsiBane na cb3nanuemo ce nposiBaBa ¢o-
kaana kopoBa cumnmomamuka - agunamust, anamusi, ada3susi,
anpakcus, xemunapesa. KT u MPT ca nopmaanu 8 nopBume
gHu, a caeg kechume 2wpuoBe ce omkpuBa Mo3buen omok, Bka.
Ha nogkopoBomo 65140 BewecmBo npu DWI, a npu SPECT -
xunepnepdysust (21). B nogocmpusi nepuog (om 1 cegmuua go
1 mecey, om nauasomo) KT u MPT noka3Bam npozpecupawa
ampodus, a SPECT - npoepecupawa xunonepdysusi. BuB Bo3-
cmanoBumeanust nepuog (om 1mec go 1 20g.) ampodusama u
xunonepdysusima nocmeneHHo usue3Bam uau nepcucmupam
npu mexkku cayuau (21). Juaznocmuunu kpumepuu 3a ocmpa
eHyedaronamus ¢ 08yasHu 2ppuose U KbCHO HamaleHa ougdy-
3us (AESD) (10): 1. Hauaao c 2bpuoBe, Haii-uecmo enusenmu-
yen cmamyc B nbpBume 24 u. om HauaA0mo Ha Ppedpusumema.
2. ITocaegBawo npexogno nogodpeHue Ha cb3HaHuemo. 3. Pe-
uuguB na 2bpuoBeme (Haii-uecmo cepuu om napuuaAHu npu-
cmbnu) npe3 4-usi-6-ust gen om HavaAomo Ha Goaecmma c
nocaegBauwo Hapywienue Ha cb3Hanuemo. 4. Emuoaozaust na na-
yaanama undekuust — 2punen Bupyc uau HHV-6, 7. 5. Bapua-
Ouana npoenosa — aeko go mexkko ymcmBeno uzocmaBane,
HapyweHusi B peuma u uHuyuamuBrocmma. 6. Hopmaana MPT
B nopBume gBa gnu na 6oaecmma. 7. XunepunmeHcHu Ae3uu B
nogkopoBomo 6s1a0 BewecmBo na DWI om 3-ust go 9-ust gen.
(mun ,sipko gbpBo”). T2 u FLAIR mo2am ga nokakam xune-
punmencnocm Ha U-Baaknama.

Cmbpmuocmma e nog 5%. ITo-aekume cayuau ce Bb3cma-
HoBsBam nanvano (29%), a npu mexkkume ocmaBam ¢ men-
maaeH gepuuum u/uau enuaencust (66%)(10,21).

BapuanTtn Ha ocTpa ennedanonatus c ABypa3Hu ropuoBe
" K'bCHO HamasieHa qudysus (AESD):

- Octpa nnpanTuiHa eHnedanonaTus, 3acarama npej-
umMHO ¢pponrannute asnose (AIEF). DWI nokasBa npegumno
3acsieane Ha ppoHmasnomo cyokopmukaano 065140 BewecmBo
gBycmpanno. B pekonBasecuenmnust nepuog yecmo ce ycma-
HoBsBam cmepeomunyu gBukenust u Hecmabuanocm Ha Hacm-
poenuemo ( 21).

- CunnpoMbT ,XxeMuKoHBYJIcusa-xemunerns“ (HH), onu-
can om H. Gastaut npe3 1960 2., ce pazeaaekga om M.
Mizuguchi et al. (21) kamo nogBug na AESD. 3anouBa c xe-
MUKAOHUYEH eNUAENMUYEH CMamyc UAU NPOAOH2UPAH 2eHepa-
Ausupan kaonuuen ¢ aamepaauzauust (21,25) u xemunapesa, a
B ocmambuHusi cmaguii ca naauue MomopHa adasusi, unme-
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aekmyaaen gedpuyum u mepaneBmuuno pesucmenmsa enuaen-
cust (21,25).

Jlewenuemo na AESD BkalouBa aepecuBua anmukonBya-
cuBna mepanus npu EEI" Monumopupasne, 3a ycmanoBsiBane u
Ha eackmpuuen enuaenmuued cmamyc (21). Hsima cueypnu no-
AokumeaHU gaHHU Om nyAc-mepanust ¢ MEMUANPEGHU30AOH,
IV Ig u gpyau mepanuu cpewy npounpaamamopHume uumo-
kunu ( 21,25,). Ilpegaaea ce kemozenna guema (25).

4.2. Debpusen unPeryuo3Ho-c6bP3aH enUACHMUYEH CUH-
opom (FIRES) e onucan nog pazaudynu umena ,,Ocmpa eHue-
¢dasum c peppakmepHu noBmapsuiu ce napuuasnu npucmbnu
(AERRPS)”, ,,OnycmowumeaHna enuedpasonamusi npu geua 8
yuuauwHa Bw3pacm” (DESC) (19), ,Jdemcka pedppakmepna
¢$okaana enuaencust caeg ocmpa pedpuana enuedpasonamust”
(34), ,,Pebpuano-ungyyupana peppakmepHa enusenmuuHa eH-
uedasonamust npu geua B yuuauwna Bwu3pacm” (FIRES) (25)
u ,,(Debpuano cBopszan enuaenmuuen cungpom”. TTamozenesa-
ma ocmaBa Heuszsicnena. OmxBovpaeHu ca Mmymauuu B8 2enu,
cBvp3anu ¢ ¢ebdpuano-npoBokupanu npucmbnu kamo
PCDH19, SCN1A uau POLG u namoaozuunu Bapuauuu 8 6post
Ha konusma (CNVs) (5). OmxBbpaena e u umMyHOMeguupana
namozeHesa nopagu Aunca Ha anmumeaa cpewy HeBponaano-
noBvpxHocmHu anmuzenu u HeepekmuBnocm om kopmukoc-
mepougu u IV Ig (39). Kaunuunume nposeu na FIRES (DESC,
AERRPS) (19,34) ca: 1. Hauaao mekgy 4 u 11 2. npu 3gpaBu
go MoMeHnma geua (cpegHo 7,5 2.); 2. Aunca Ha goka3aHa un-
mpakpanuasna unpekuus Bvnpeku nauaanus pedpusumem
(ompuuameana cepoaozust u PCR 3a HSV, VZV, EBV, mop-
6uau, pybeoaa, agenoBupyc, napomum, enmepoBupyc, 2pun, na-
pazpun npu Bcuuku geua); 3. MssBa c¢ npoaoHaupan
enuaenmuyeH cmamyc - Hauaao om 1 go 21 gnu (cpegro 4 ghu)
om HayaAomo Ha ¢pebpuaumema; npogbakumeAHOCM Ha cma-
myca om 4 go 60 guu (cpegno 30 guu). Hauaanume cumnmomu
ca gezopuenmauusi, Xaalouusayuu u MOmopHu 2bpuoBe ¢ aa-
mepHupawa aokasuzauus. MPT no Bpeme na nauaanus enu-
aenmuueH cmamyc nokaszBa aesuu B8 xunokamna, koumo ca
xunounmencHu Ha T1 u xunepunmencuu na T2. 5. PazBumue
Ha nocaegBawa MegukaMeHMO3HO pe3ucmeHmHa enuAencust
0e3 AameHmeH Nepuog cAeg Ha4aAHUs ENUACNMUYEH Cmamyc.
ITpucmbnume ca na cepuu ¢ unmepBaa Mekgy msax om cpeguo
20 gnu; 6. Kaunuunu u EET gannu 3a gokaanu 2wpuoBe c/oe3
Bmopuuna 2eHepaAuzayusi Npu HaYAAHUSI eNUAENMUYEH cma-
myc u npu nocaegBawama enuaencusi. EEI" moke ga nokasBa
u camo 3abaBena ocnoBrna akmuBrocm, 6e3 enuaenmupopmena
akmuBnocm; 7. IIpousxog Ha 2bpuoBeme npeguMHO Om nepu-
cuaBueBama 30Ha (meMnopaano u pponmaano gBycmpaHnHo);
8. Pa3zBumue na gBycmpanHu Me3uasHu MEeMNOpaAHU Ae3uu
(ampodust u/uau 2au03a) cve cbomBemnu peveBu, namemoBu
u noBegenuecku napywenust npu 70%; 9. Qponmaano 3acsieane
npu 50% no gannu om ukmaana EEI" u neBponcuxoaozuuecko
uscaegBane.

Auk Boprume u3caegBanus npu okoao 30% ca ¢ xunepnpo-
meunopaxus u/uau aeka uau no-mexkka naeouumosa (19,34), c
oAuzokaonaanocm (34), a npu okoao 50% aukBopbm e Hopma-
AeH (19). Ocmambunu nposiBu ca gepuuum na BHumanue ¢ xu-
nepakmuBnocm, koenumuBen geduuum, aAunca Ha
unuyuamuBa, nepceBepauuu, nepBazuBHo HapyweHue Ha pas-
Bumuemo, peueBo uzocmaBane (19,34).

Hupepenyuarna guaenosa na FIRES (19) BkalouBa:
1. Ocmwvp enyegarum — enuaenmuynusim cmamyc e no-kpamok
B cpaBuenue ¢ FIRES, a aukBopbm npu FIRES e no-uecmo
HOpMaAeH u He ce ycmanoBsBa npuuunumea B aukBopa.
2. Ocmovp gucemunupan enueparomuesum (ADEM) — npu
FIRES aAuncBam kaunuunu u MPT gannu 3a 3acsieane na 06-
Aomo BewecmBo, a npu ADEM 2bpuoBeme He ca Bogewu (19).
3. Enuaenmuunu cungpomu, koumo ce npoBokupam uau Bio-
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waBam om ungekyuu (Tadmn. 4.)

Tata. 4. Tudpepenuuasna guaeHo3a Ha enuAeNmMuYHU cungpomu, koumo ce
npoBokupam om undekuuu (39)
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3abossiBane IIpen Enunencus Ipyru Tummasn ~ OTroBop
1IeCTBAIA TPOSIBH KBM HMy-
HH}eKus HOCYI].
Tepamus

Aumbuuen enue- Yecmo  Enuaenmuuen  HeBponcuxuampu-  [Ha
¢asum ¢ anmu- cmamyc YeH ¢-M
VGKC-Am
Aamu-NMDA  Yecmo Ocmpo-nosBusu  HeBponcuxuampu-  [la
peuenmopeH ex- ce 2bpuoBe yeH c-M, guckure-
uedasum 3ud
Aumbuuen enue- Egun cay-  Mequkamen- HeBponcuxuampu-  Bv3amo-
¢asum ¢ anmu-  yai mo3Ho pedpak- uen c-M, stiff-per-  ken
GAD-anmumeaa mepHa son ¢-M, amakeust

enuaencust
C-mna Alpers  Pagko Epilepsia par-  Okuunumaanu pa3- He
(mymauust B tialis continua ~ pagu, kopmukasxu
POLG1) u masamuynu MPT

Ae3ul
C-mnaDravet Yecmo  IIpogwbaku- Texka muokao-  He
(mMymauust 8 meanu ¢eod- HuyHa enuaencust B
SCN) puanu 2vpuoBe  gemcka Bvzpacm
(SMEI)

Mymauust 8 Yecmo  Cepuuomewbp-  X-cBvpsana enu-  He
PCDH19 yoBe (vecmo),  Aencus, Hauaao B

enuaenm. cma-  kbpMmau. uau pansa

myc (psgko) gecka Bu3p.
FIRES Bunazu  Cyneppedpak-  Hati-uecmo nama  He

mepen enuaenm. (ducm 2bpuoB e-
cmamyc Homun)

Aeuenuemo no Bpeme Ha ocmpama ¢aza ¢ aHmukon-
Byacanmu e HeycnewHo, ¢ peuuguBu caeg cnupaHemo Ha
muonenmaa. AuncBa epekm om kopmukocmepougu u Buco-
kogosupanu umynozao6yaunu (19,34). Buamozkno e nogobpe-
Hue om kemoeenna guema (19). ITocaegBawama enuaencusi e
mepaneBmuuno pezucmenmua npu noumu Beuuku cayuau (19).

5. dpyru cunnpomu ¢ OEABI ca:

5.1. Kaunuuno aex enyedasum/enyedaronamus ¢ oopa-
mumu ae3uu Ha cnaenuyma (MERS), c nauaao cpegHo Ha S 2.
u ce npeguiecmBa om 2pun (34,4%), pomaBupyc (11,7%), na-
pomumet Bupyc (3,9%) u HHV-6 (2,0%). ITlpomuua c neBpon-
cuxuampuyHu c-MU — HapyweHa pey, noBegenue, cb3HaHue,
2bpuoBe, xunepunmeHcHu Ae3uu B splenium uau 8 ueaust corpus
callosum. ITpoenozama e godpa - nbaHO Bb3cmanoBsaBane B
90,2%.

5.2. lugy3en mo3v4en 0moK npu 2punta eHyedaionamus
om zpun A (IAE) - necneuuduuno cbecmostnue, koemo npomuua
¢ gudysen mo3zbuen omok u anonmosa , Hexapakmephu 3a
ANE (21).

Jeuenne Ha OEABIL. [Ty6aukyBanu ca eguHuuHu cayvau u
kpamku cepuu, ocnHoBno ¢ ANE. ITpegaoken aazopumbMm 3a
Bcuuku OEABIU c ,uumokunoBa 6yps” u kbm negudepenuu-
panume OEABW. Kopmukocmepououme (KC) ca B ocnoBen
Memog Ha aeueHuemo Ha ANE kamo nyac-mepanust ¢ memua-
npegHu30A0H MakcumaaHo paHo, no-8b3mozknocm B nbpBume
24 4. B go3a 30 me/ke/gen 3a 5 gnu (3,7,9,12,16,17,24,27,21,
22,36,40). ITpuaokenuemo na IVIG e c npomuBopeuuBu pe3ya-
mamu (7,18,27). Ilaazmagepezama namassBa nuBomo Ha
uumokunume npu 2punta uau gpyea OEABM caeg nyac-me-
panusama ¢ KC, kozamo ce nosiBsm cumnmomu na IVIK u
MyAmuopzaHHa Hegocmambunocm (13,21). Awmueupycnu
npenapamu kamo Oceamamuegup (Tamiflu) ce npenopwvuBa npu
cycnekmna 2punna enuedasonamust (3,9, 21) B nopBume 24 u.
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om kaunuunama ussiBa 5 guu B gosa 6 me/ke/gen opaano ¢ gBa
npuema. MoXke ga ce npuaaea u npu geua nog 1 2. Bv3pacm.
3anamuBup uma cbwume ungukauuu. Ilpuaazam ce u yumoku-
Hoeu unxubumopu, nanp. ulinostat (24) npu aunca na epekm
om KC (36), Aumumpom6un, yukaocnopun A (21).

3akmiouenne: OEABJI npomuuam mexkko, ¢ Bucoka cMbp-
mHOCM u ocmambyHa cuMnmomamuka, nopagu koemo 3a nog-
00psiBane Ha npo2HO3ama ce npenopbuBa:

1. TIpu enuepasonamust B xoga Ha ¢pedpuana u/uau Bupycna
undekuust ce usuckBa xocnumaauzauust 8 unmenszuBuo
omgeAeHue u MakcumMaAHO 6bp30 gUA2HOCMUYHO ymOU-
nsiBane.

2. B 2punen ce3on ce 3anouBa oceamamuBup 6 me/ke/gen
Ha 2 npueMa OpaAHo.

3. Auncama na ¢okaana omnagna uau Bbv3dygna cumn-
momamuka e B nogkpena na OEABIL

4. CBoeBpemennomo uzcaegBane upe3 MPT uau KT (eBen-
myaAHO mpaHcpoHmaHneaHa exozpadust npu kbvpma-
yema) e Baskno 3a ycmanoBsiBane Ha Mo3bueH omok u
guaznocmuuupane Ha ANE uau gpya cungpom.

5. AukBopno uzcaegBane mps6B8a ga ce uzBvpuu makcu-
MAaAHO PaHo, npegu kaunuynume gaHhu 3a yBeAuueHo
Bompeuepenno Haasieane. JlokazBanemo na xunepnpo-
meuHopaxusi U Auncama Ha naeouumosa nogkpensm
OEABI. 3ampassaBa ce aukBop 3a 6bgewu Bupyco-
AO2UYHU, UMYHOAO2UYHU U gpyau uscaegBanust.

6.IIpu nomucHamo cb3HaHue 0e3 O2ZHUWHA CuMNMOMa-
muka, ¢ oOpa3Hu ganHu 3a gudy3eH UAU maraMUuEH
Mo3bueH omok u 0e3 aukBopna naeouumosa makcu-
MaaHO Obp30 ce BkalouBa nyac-mepanusi ¢ Memua-
npegnu3oaoH 8 gosa 30 me/ke/gen 3a 5 gHu.

7. IIpomuBoegemno aeuenue ¢ MmaHumoa 1 2/ke nHa npuem
3-5 nomu gueBno, pypocemug 1 me/ka i.v.,

8. AuukaoBup 3 x 10 me/ke i.v. go uskalouBane na xepne-
muueH exuedasum

9. AumukonByacanmu npu enuaenmuyHu npucmbnu, Hai-
yecmo Phenobarbital 10 me/ke i.v. u noggvpzkawa gosza
2-5 me/ke/gen, gpyeu anmukonByacanmu npu enuaen-
muuen cmamyc (Buxk Koncencyc 3a aeuenue nHa enu-
Aencust).

10. IToBegenuemo ce unguBugyaausupa, caegssm XeMogu-
namukama, xemocmasama, uepHogpodHume u 6bOpeuHu
¢ynkuuu.

11. M3npawam ce cepym u aukBop 3a Bupycorozuunu u
Mukpobuoaozuunu uscaegBanus, kakmo u 24-uacoBa
ypuHna u kpbB 3a Mmemaboaumen ckpunune.
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AUTOIMMUNE ENCEPHALITIS IN CHILDHOOD -
CRITERIA AND ALGORITHM FOR
DIAGNOSTICS AND TREATMENT
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ABSTRACT

Autoimmune encephalitis can be characterized by monop-
hasic, multiphase or most frequently chronic progression. Ac-
cording to their etiology these disorders can be classified as
idiopathic, postinfectious, paraneoplastic or forms with genetic
predisposition. They are caused by autoimmune presynaptic or
postsynaptic blockage of voltage-dependent ion channels or re-
ceptors is by anti-neuronal or antiglial antibodies in the CNS.
The currently identified antibodies can be divided as targeting
intracellular antigens (anti-Hu, anti-Mu, anti-GAD), antisynap-
tic (anti-NMDA-receptor, AMPAreceptor, anti- GABA B re-
ceptor, anti-GABA A receptor, anti- mGLUS, anti-D2), against
ion channels and other cell-surface proteins (LGI1, CASPR2,
DPPX, anti-MOG, anti-AQP4, anti-GlyR a1, anti-GQ1l). Au-
toimmune encephalitis can present as a combination of neuro-
logic and psychiatric symptoms: sleep disorders (lethargy, sleep
inversion), cognitive disorders, amnesia, drug resistant epilepsy,
myoclonus, myokimia, mutismus, extrapyramidal syndromes
(parkinsonism, oculogyral crises, chorea, dystonia and dyskine-
sia), ataxia; catatonia, mood and behavior changes, obsessions
and compulsions, anorexia or bulimia, anxiety, depression, psyc-
hosis. The diagnosis is based on autoantibodies in the CSF and
in most cases CSF pleocytosis, oligoclonal bands and MRI lesi-
ons of the brain and spinal cord. New diagnostic criteria and al-
gorithms for diagnosing possible autoimmune encephalitis,
autoimmune limbic encephalitis, anti-NMDAR encephalitis,
ADEM, Hashimoto encephalopathy, brainstem Bickerstaff en-
cephalitis, and probable antbody- negative encephalitis have
been elaborated. The difftential diagnosis in childhood can be
very broad, due the clinical peculiarities. Bulgarian cases with
autoimmune encephalitis with - anti-NMDAR encephalitis, lim-
bic encephalitis, focal encephalitis with anti- GAD65 antibodies,
progressive encephalomyelitis with rigidity and myoclonus
(PERM), Rasmussen’s encephalitis, neuromyelitis optica, Bic-
kerstaff‘s brainstem encephalitis are presented.

KEY WORDS: autoimmune encephalitis, anti-NMDAR en-
cephalitis, limbic encephalitis, progressive encephalomyelitis
with rigidity and myoclonus (PERM), Rasmussen’s encephalitis,
neuromyelitis optica, Bickerstaff‘s brainstem encephalitis.

PE3IOME

ABmoumyHHUmMe eHuepasumu npomuydam MOHOPA3HO,
MyAamugaszHo uau Hali-uecmo XpoHuuHO npozpecupawio. Cno-
peg emuoaoz2uama ca uguonmuynu, nocmundekuuosuu, napa-
HeonAacmuuHu u ¢ Beposmua 2eHemuuHa npegucnosuyus.
ITamozenemuuno Bv3nukBa aBmoumynno 6aokupane 8 ITHC
Ha Boamazkno- 3aBucumu tionnu kanaau uau peuenmopu npecu-
HAaNMUYHO UAU NOCMCUHANMUYHO OM aHMUHEBPOHAAHU UAU
aHmueAuaAHu anmumeaa. V3Becmnume anmuneBponasnu
aHmumeaa ca unmpaueayaapHu (anmu-Hu, anmu-Mu,
anmu-GAD), anmucunanmuunu (anmu-NMDA- peuenmopHu,
AMPA peuenmopnu, anmu- GABA B peuenmopnu, anmu-
GABA A peuenmopnu, anmu-mGLUS, anmu-D2), cpewy ka-
Haau u MeMmOpanno-cBvpsanu (LGI1, CASPR2, DPPX,
anmu-MOG, anmu-AQP4, Aamu-GIyR al, anmu-GQ1l). Kau-
HUYHO npomuuam ¢ komOuHuust om neBpoaozuuHu u ncuxua-
mpuyHu cuHgpoMmu: pascmpolicmBa Ha cbHs (Aemapaus,
unBepcust Ha CbHs ), koeHUMUBHU HapyweHUs, aMHe3Us, enuaen-
cuu, Bka. ¢ mepneBmuuna pe3ucmenmuocm, MuokaoHuu,
Muokumust, Mymu3sbM, ekecmpanupamugau cungpomu (napkun-
COHU3BM, okyAo2upHu kpusu, xopest, gucmonuu u guckunesuu),
amakcust; kamamonusi, npomenu B nacmpoeHuemo u noBege-
Huemo, odcuecuu u komnyacuu, anopekcust uau 6yaumusi, mpe-
Boknocm, genpecuu, ncuxosu. JluazHocmuyupam ce upe3
gokasBane na anmumeaa 8 aukBopa, B noBeuemo cayuau u ¢
AaukBopHa naeoyumo3sa, oauzokaonaanocm u ¢ aesuu npu MPT
Ha 2AaBHus u uAu/epbOHauYHUs MO3bK. V3pabomenu ca as2o-
pummu u kpumepuu 3a guaenocmuuupremo Ha Bv3moxken aB-
MOUMYHEH eHuedaaum, Ha cuzypeH aBmouMyHen AumMOuueH
enuepasum, Ha anmu-NMDAR enuedaaum, na ocmbp guce-
MUHUpaH enueparoMuemum, Ha enyedpaonamust Ha Hashimoto,
Ha cmBoaoB enuedarum na Bickerstaff u na Beposmuu amou-
MYHHU eHuedaAumu ¢ HeeamuBHU aHMUUMYHHU aHMUMEAA.
Ocobenocmume B npomuyanemo Ha aBmouMyHHume enueda-
aumu B gemckama Bov3pacm nasazam wupoka gupepenyuasna
guazno3a. IIpegcmaBsam ce coocmBenu nabalogenust Ha geua ¢
aBmoumynnu enuepasumu- anmu-NMDAR enuepasum, aum-
Ouuen enuedaaum, pokasen enHuepasaum c anmu- GADOS
aHmumeAa, npozpecupauw enuedasum ¢ pusugHocm u Muo-
kaonyc, enuedpasum na Rasmussen, onmuuen neBpomuesum,
cmBoaoB enuepasumna Bickerstaff.

KIIIOYOBM JYMM: aBmoumyHnen enuedasum, aHmu-
NMDAR enuedasum, auMOuuen enuepasum, npozpecupauy,
enuedaromuesum ¢ pueugnocm u Muokaonyc (PREM), enue-
¢dasum na Rasmussen, onmuyen neBpomueaum, cmBoaoB en-
uedaaumna Bickerstaff.

ABmoumMynnume exuedasumu, onucanu npe3 1968 2. kamo
»napaneonaacmu4Hu HeBpoAao2uuHu cungpomu”, ca godpe mu-
nusupanu npe3 nocaeguume 10 2. Cnopeg emuoaozusima ce
pasgeasm Ha uguonmuunu, nocmundekuuosznu (Bupychu,
Okmepuaanu), napaHeonaacmuyuHu u ¢ Beposimua 2enemuyHa
npegucnos3uyust. [TamozenemuuHo € Haauue aBmoumMyHHO 6A0-
kupane B ITHC na anmuzenu - 2aaBno na Boamazkno-3aBucumu
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tionHu kanaau uAu peuenmopu Ha NPecUHaNmMuy4HO UAU NOCM-
CuHanmMu4Ho HUBO OM aHMUHEBPOHAAHU UAU aHMURAUAAHU aH-
mumeaAa npu napaHeonaacmuunu, a 8 gemckama Bb3pacm
NO-4ecmo Npu HenapaHeonAaCMUYHU HeBpoAO2UUHU CUHgPOMU
[1,11,20,22,23,24,29,31,32]. Kbm 2017 2. ca onucanu 22 aBmoan-
mumeaa. AHmuneBporaiHUme aHMUmeia ca UHMpayeiyAap-
Hu fanmu-Hu, anmu-Mu, anmu- 2aymamam gekap6okcuaazuu
(GAD) [10,36]/, awmucunanmuunu [N-methyl D-aspartat
peuenmopnu (anmu-NMDAR) [16,18,19,20,22], amino-3-
hydroxy-5-hydroxy-5-methyl-4-isoxazolepropionic acid peuen-
mopuu (AMPAR) [28], anmu- gamma-aminobutyric acid B
(GABA B) peuenmopnu [29], anmu-GABA A peuenmophnu
[35], anmu-eaymamamuu (mGLUS) [31], anmu-onamun 2 -
peuenmopnu (aumu-D2) [17]/, cpewy kanaau u membpanmo-
cBopzanu  /Boamakno 3aBucumu kaaueBo-tionnu kanaanu
anmumeaa (VGKC) [39] - anti-leucine-rich glioma inactivated
1(LGI1) [26,27] uau konmakmun acouuupan npomeun 2
(CASPR2) [26], gunenmugua- nenmuga3a-nogodeH npomeut-
6 (DPPX) [12], anmu- MueAuH oAu2ogengpouumet 2aukonpo-
meun (anmu-MOG) [14], anmu-Aquapupin 4 (anmu-AQP4)
[32], anmu-GQ1l [37], anmu-2AuyuH peuenmopHu aHmumeaa
(Anmu-GIyR al) [15, 25]/. Hati-uecmo aBmoanmumeaama ca
HacoueHu kbM HeBpoHHU aHmu2eHu — peuenmopu U NpomeuHu
¢ ocnoBna kpumuuna poast B cunanmuynama mpasncmucus u
naacmuynocm- NMDA peuenmopume, AMPA peuenmopume,
GABA-B u 2auqunoBume peuenmopu.

ABmoumynHume enuedpasumu KAuHUYHO npomuyam Mo-
HOda3HO, MyAmupa3HO, NOJOCMPO UAU XPOHUYHO NPO2PECU-
pawo. Xapakmepna e kombunyus om HeBposocuuHu u
neuxuampuiHu cungpomu: pascmpoticmBa na coHs (aemapausi,
uHBepcust Ha CbHst), koeHuMuUBHU HApYWEHUsI, AaMHE3USI, MHOZO
yecmo ¢ mepaneBmuuHo-pe3ucmenmua enuaencusi, Muokao-
Huu, muokumusi, Mymu3bMm, ekcmpanupamMugHu CuHgpOMU
(napkunconusbM, okyaoaupru kpusu, gucmonuu, guckunesuu,
xopesi), amakcust; kamamonusi, npomenu B nacmpoeruemo u
noBegenuemo, odcuecuu u komnyacuu, anopekcust uau oyau-
Must, mpeBoknocm, genpecuu, ncuxosu (Tadmana 1) [33]. Hu-
aeHocmuuupam ce npu kaunuka ¢ nogocmpo pasBumue Ha
koenumuBnu, gBuzameAnu HapyweHus, enuaenmu4yHU npuna-
gbuu u ncuxuampuyHu cuHgpomu u ce nomBupkgaBam upes
gannu 3a Bw3nasenue B ITHC npu aukBopromo uscaegBane
(naeouumosa u/uau oauzokaonaanocm), gokazBane na aBmo-
anmumeaa B aukBopa, MmazHUmMHO-pe30HaHCHa moMozpadus
(MPT) na 2aaBuust u uau/epwbnaunus Mo3wk [22,30,33]. [Tuae-
HO3ama Ha aBmoumMyHHume enuedasumu e mpygHa nopagu
caeguume dpakmu: ITpu 14% ne ce gokazBam aBmoanmumeaa
B 3aBucumocm om cmagus Ha 3a060AsiBanemo u om uscaegBa-
wama aadopamopust [21]; MPT ae3uu B 2aaBnust u/uau 2pbo-
HaueH Mo3bk ce yemanoBsiBam camo npu 34% om cayuaume ¢
NMDAR enuedasuma u 28% om PERM, a npu aumGuuHume
eHuepasumu meMnopasnume T2 XunepuHmeH3HU Ae3uu ca
nogobHu Ha xepnec cumnaekc enuedpasuma; EET" namoao-
eusima ¢ gokaano uau gudysno 3adaBena akmuBnocm, ¢o-
kaanu uau myamudokasHu enuaenmuyHu paspsgu He €
namoznoMonuuHa [21]. Ilpu uscaegaBuus Ha 48 geua ¢ mu-
nuuHa kaunuka 3a aBmoumynHu enuedasumu, ¢ ganHu 3a
ocmpa unpekuust ca camo npu 15%, ¢ aukBopna namoaozust
32%, abnopmua EET" 70%, abnopmua mozbuna MPT 37%, ce-
pymuu anmumeaa 44%, aukBopnu anmumeaa cpewy NMDAR
npu 27%, cpewy VGKC npu 15%, cpewy GIlyR npu 2%
[23].VecmanoBeHo e ye ,aAumbuuen enuepasum” ce npuuunsBa
om pa3auuHu anmumeaa [21,24,33] (Ta6mmna 1). Egno anmu-
msia0 Mozke ga npegusBuka pazauuHu HeBpoao2uuHU cCUHgpPOMU
[33]: anmu-GAD- anmumeaama npeguzBukBam stiff-person
syndrome (SPS) u Bapuanmume my, Bka. npoepecupay, enue-
¢dasomueaum ¢ puzugnocm u Muokaonyc (PERM) u xunepekn-

Buaeapcka HeBpoaoeus Bulgarian Neurology

195

Aekcust, napuuaana enuaencus, uepedbeaapna amakcus, napa-
HeonAacmuueH u HenapaHeonAacmuueH AuMOuYeH eHuedasum
[10,36]; anmu-GlyR ol anmumeaama npuvunsBam SPS u Ba-
puanmume My, PERM u xunepeknaekcus [15, 25]. ITpu equn
60aen Mozam ga ce omkpusim nsikoako muna anmumeaa. Bo3-
MozkHo e npunokpuBane na anmu-NMDAR enuedaaum c ge-
MueauHuzupawu 3aboasBanus ¢ anmu-AQP4 u anmu-MOG
anmumeaa [21]. ['opeusboenume pakmu momuBupam u3pa-
6omBane Ha a4zopummu u Kpumepuu 3a guazHOCMULUPHEMO
Ha Bv3mozken aBmoumynen enuedasum, Ha cuzypen aBmoumy-
HeH aumOuuen enuedaaum, na anmu-NMDAR enuedpasum
(cuzypen u Bvamozken), Ha cuzypeH ocmbp guCeMUHUpPAH eHue-
¢dasomuemum (ADEM), Ha enuedaonamust Ha Hashimoto, na
cmBoaoB enuedasum Ha Bickerstaff u na Bepossmnu amou-
MYHHU eHuedasumu ¢ HezamuBHU aHMUUMYHHU aHMumeAa
[21] u areopumbM 3a aeuenue [21,30,38]. I[Ipu cvuemanue Ha
HEBPOAOUYHU U ncuxuampuyHu cuMnmomu ce 00cbkga Bb3-
MOJKeH AaBTOMMYHeH eHledaluT npu HaAuvue Ha 3 guaeHoc-
muunu kpumepusi [21]: 1. ITogocmpo Hauaao (6bp3a npozpecust
nog 3 meceua): Jepuyum na pabomua namem /3a2yda Ha
kpamkocpouna namem; YBpegen MeHmaAeH cmamyc, uau ncu-
xuuHu cumnmomu; 2. HoBu oenuwnu ITHC ae3uu:Enuaen-
MUYHU Npunagbuu, He 00sCHEHU ¢ npegxokguia enuaencus;
AukBophna naeouumosa (aeBkouumu nag 5.1094); MPT ae3uu,
HacouBwu kvm enuedaaum; 3. Vzkalouenu gpyau npudunu.

Tabauya 1. Axmueenu u kaunuuna xapakmepucmuka na aBmoumynnume
enuedasumu [33]

Anturenn  Kminnunn Bw3pacr Ilon Tymop/gecrora
0C00eH0CTH (r.) (™M)

NMDAR  IIpogpomasen cungpon;  0.6-85 41 Bw3pacmoBo 3a-
[cuxuampuynu c-mu, (cp21) Bucumu oBapu-
2bpuoBe amuesus, eke- aAHU
mpanupamugen CUHgpoM, mepamomu-10-
aBmonomHo pasempoti- 50%
cmBo ¢ xunoBenmuaauust

LGI1 Aumbuuen enuepasum,  30-80 12 Tumom, mupeou-
enuaenmuynu npungvuu  (cp.60) geH, beaogpo-

0Oen,0b0peyet -
nog 10%

CASPR2  Morvan's cungpom, neB-  46-77  1:4 Tumom-0-40%
pomuomonusi, Aaumbuuer  (cp.60)
enuedaum (no-psigko)

AMPAR  Aumbuuen enuedasum, — 38-87 9:1 beaogpoben, Ha

(GluR) enuaenmuynu npungvtu  (cp. 60) 2bpgma, mumyc,

go 70% 3a Beuuku

GABA(b) R Aumbuuen enuedparum, 1677  2:3 Jlpe6nokaembuen
enuaenmuynu npungvuu  (cp.62) 0eaogpoben kap-

yunom- 50% npu
Bv3pemuu

GABA(a) R Pesucmenmnu enuaen- 3-63 1:5 Tumom- 1 om 6
muyHu npunageyy, enu-  (cp.22) cAydau
AenmuyeH cmamyc

Glycine R 1 PERM, aumbuuen enue-  1-75 Bw3-  Tumom (naii-
daaum, stiff person syn-  (cp.49)  pacmuu uecmo),
drome, xunepeknaekcust 6:5 Aumdom, Ha

geua 4:0 evpgama
mGluR5 Aumbuuen enuedasum 15-46 1:1 Hodgkin
(Ophelia syndrome), lymphoma- 3/3
MuokaoHyc

DPPX Enuedaum, cBpvxBo3dy- 15-76 12 He ca onucanu
gumocm, xunepeknaek-
cust, xunepkunesu,
gBuzameAnu pazempoti-
cmBa, avpuoBe, PERM

DR2 Enuedarum na 6a3zaa- 1.6-15 1:1 He ca onucanu
Hume sigpa, gBueameanu  (cp.5.5)

pascmpoticmBa, ncuxum-
puuna c-ka
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Cbo0Op3no kaunukama ce npenopbuBa ueAeHACOUEHO U3-
caegBane 3a anmu-NMDAR, aumu- GABA B u GABA- A,
anmu- GADG65 anmumeaa u nocaegBawo mbpcene Ha gpyau
no-pegku anmumeaa, kakmo u coxpansBane na aukBop 3a
gpyau uscaegBanus [33]. OcnoBrume kaunuunu BugoBe aBmo-
uMyHHU enuedasumu, xapakmepnu 3a gemckama Bb3pacm ca
anmu-NMDAR enuepasumume, AuMOuuHume enuedpasumu,
SPS u Bapuanmu, Bka. PERM, dopamine (nocm-cpenmokokoB)
aBmoumynen enuedaaum, neuromyelitis optica (anmu-AQP4)
u anmu- MOG acouuupan eHuedparoMueaum, enuepasum Ha
Rasmussen, Opsoclonus-Myoclonus, enuepaonmust na Hashi-
moto, cmBoaoB enuedasum na Bickerstaff.

AnTu-NMDAR ennedanurure, onucaHu om Dalmau u
cvabBm. [18,19] ca nati-uecmume caeg ocmpust guceMUHUPaH eH-
uepasomueaum (ADEM) B gemkama Bov3pacm. [Tpomuvam ¢
HauaAHO 2AaBoboAue, meMnepamypa, 2aCmpOUHMECMUHAAHU
uau pecnupamopnu nposiBu (xunoBenmuaauusi), a B caeg-
Buwume 2 cegmuuu ¢ HapyweHust Ha CbHst (UHCOMHUsT), mpeBozk-
Hocm, ncuxo3u (xaalouuHuuu, geAup, MaHus), Mymu3bM,
noBegenuecku u namemoBu HapyweHus, EnuAENMUYHU npuna-
gbuu ¢ mepaneBmuuyHa pe3ucmeHmHOCm go enuAenmuyeH
cmamyc, ekcmpanupamugen cungpom (guckunesuu, gucmonuu,
gBueameanu cmepeomunuu, okyaozupnu kpusu), kamamonust
[18,19,20]. ITpu geuama go 12 2. Bogewu ca noBegenueckume
u gBueameanume pazcmpoiicmBa (ekecmpanupamugen cus-
gpoM) U enuAenmuyHume npunagobuy, a Hag 12 2.- noBegenuec-
kume napywenus u pokaanume enuaenmuynu npucmonu [38].
M3zoaupanu ca anmu-NMDAR anmumeaa, glutamate NRI npu
mepamom, Bka. B lonowecka Bv3pacm [13]. MPT Busyaausupa
npu go 50% om geuama npu T2 u FLAIR xunepunmensnu
Ae3uu B xunokamnume, mo3bunama kopa, pponmobdaszasno, 8
uHyAume, 0azaAHume 2anaauu, Mo3buHus cmBoa u psigko 8
2pvbHaunus mo3vk. Caeg npekapan Herpes simplex Bupycen
enuepasum (HSE) ca onucanu u cayvau na anmu-NMDAR en-
uedasumu [22,34]. CpaBuenuama mekgy 31geua u 12 Bw3-
pacmnu ¢ aBmoumynen NMDAR enuedaaum, pa3Bua ce caeg
HSV enuedasum ycmanoBsBam, ue npu geyama Haauquemo
Ha ekempanupamugen cungpom nomaza 3a pazauuaBane om pe-
uuguB na HSV enuedpasum. Aumu-NMDAR enuedpasumovm ce
xapakmepusupa ¢ no-uecmu gBueameanu pascmpoiicmBa B8
cpaBrenue ¢ HSE (75% cpewy 2.5%) u no-nucvk % enuaencust
(30% cpewy 70%). Ocobenocmu npu geyama B cpaBhenue ca:
no- kpamwk nepuoga mexkgy HSE u anti-NMDAR enuedasum
(cpegno 24 gnu cpewy 40.5 gHu); no-uecmu gBuzameAnu Hapy-
wenust npu anti-NMDAR enuedasuma (86.7% cpewy 40%),
no-psigko ncuxuampuunu cungpomu (41.9% cpewy 90.0% Bo3-
pacmuu) u no- mexkko npomuuane [34].

Juaznocmuyunu kpumepuu npu anmu-NMDAR aemoumynen
enyedarum [33]:

L. Bepoamen anmu-NMDAR enyegaum - npu naauyue Ha 3
2pynu cuMnmomu:

1. bvp3o nauaao (nog 3 Meceua) u noxe 4 om 6 2pynu cum-
nmomu: AGHOpPMHO (ncuxumpuuho) noBegenue uau koznu-
muBhna gucdynkuus; PeueBa gucpynkuusi- 3abaBena, odegusiaa
pey, mymu3zbM; Enuaenmuunu npucmobnu; JIBuzameanu pas-
cmpotiicmBa, guckuneszuu, pueugnocm, abHopMHa nosa; I1po-
MeHU B cb3nanuemo; ABmonomMua gucynkuus uau ueHmpasna
xunoBenmuaayust.

2. Ilone 1 om caegnume aabopamopHu pesyamamu: AO-
nopmua EEI" (¢pokaana uau gudysno 3abaBena, gezopaanusu-
pana enaenmuyd akmuBrocm uau uzoduaue om geama Boanu);
AukBopHa naeouumosa uau oAu2okaoHocm

3. Nzkalouenu gpyau Bb3mozkHu npuuunu

II. Cueypen anmu-NMDAR enyedarum ce guenocmuuupa
npu 1 uau noBeue om 6-me 2pynu cumnmomu u IgG anti-GluN1
anmumeaa, caeg uskalouBane na gpyau npuyunu.
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IIpu onucanume B 6baeapckama aumepamypa 4 geua c Be-
possmen anmu-NMDAR enuyegaum [3,7] e naauye egnomunHo
npomuvaHne ¢ Hauaaen ¢pedpusumem, 2aaBodoaue, enuaen-
MUYHU Npunagouu, aBmoHOMHU HapyweHus, 3pUMEAHU U
cayxoBu xaalouunauuu, exoaaAna pey, xunepcaauBayusi, ncuxo-
MomopHa Bb30yga, koma, nocaegBaw, npompaxupan om 3 go
6 Meceua geaupHo-amenmuBen cungpom, ekcmpanupamugen
CUHgpPOM (XOpeuuHu, amemo3Hu, pegku basaucmuunu xunepku-
nesu), KopcakoB cungpom npu eguo om geuama. Bv3cmano-
BsiBane nacmounBa caeg 6-18 meceua.YcmanoBen e aukBopen
CUHgPOM € AUMPOMOHOUUMHA NnAeouumo3a u yBeauuenu ea-
Maz2A00yAUHU.

Hudepenyuasnama guaznosa npu geuama c anti-NMDAR
enuedasum e wupoka u BkalouBa naauuuemo na Bupycen en-
uedaaum, HoBoguazHOCMUYUpPaHa NCUX03a, AUMOUUEH enueda-
aum, npuem Ha aekapcmBa (ketamine, phencyclidine),
HeBpoAenmuyeH MaAUZHEH CUHGPOM, AemapauyeH enuedasum,
gusuamezpamuBru pazcmpoticmBa B gemcka Bwv3pacm, cun-
gpoM Ha Kleine-Levin, Bpogenu gepekmu B8 memadoauzma u
peguua 3aboasBanus ¢ pazcmpoticmBa B MonoamunHume HeB-
pompancmumepu. B nogkpena na anti-NMDAR enuedasuma
€ Haauyuemo Ha ekcmpanupamugHa cumnmomamuka, uen-
mpaana xunoBenmuaauust u ncuxo3a [11]. [Ipoenozama npu
NMDAR enuedasum e omnocumeano goopa. ITpu 53% om
212 geua npu uMyHOMOgyAupawa mepanusi HacmbnBa nogoo-
penue 3a okoao 4 cegmuuu, npu 81% - nogobpenue uAu NbAHO
Bv3cmanoBsBane B nopBume 14 meceua, HO 12% umam peuu-
guB npe3 nopBume 2 2.[38]

JuvMouvnnTe eHnedanuTy (IApaHeONIACTHYHN W Hera-
paHeonacTinn) B gemckama Bb3pacm ca omHOCUMEAHO NO-
pegku. ITpomuuam ¢ koenumuBuu yBpegu, gezopuenmauusi,
mpeBozknocm, odcuecuu u komnyacuu, enuaenmuyHu npuna-
gbuu ¢ npouszxog om memnopaanus gsa. Cnopeg EBponeticko
myamuuenmpoBo uzcaegBane npu 10 cayuas nog 18 2oguwna
Bv3pacm, npu 8 ca yemanoBenu anmumeaa cpeuly HeBpoHaAHU
npomeuu - 1 ¢ anmu- Hu, 1 ¢ anmu- Ma2, 2 ¢ anmu- GAD65, 2
¢ amHumeaa cpewy VGKC, kamo 2 ca ¢ anmu- GAD65 u
VGKC u camo egno geme e ¢ anmu- Hu anmumeaa npu neB-
pobaacmom [24]. B eguHudHu cAyvau npu aumbuuen enueda-
Aum ca yemanoBenu anmu- GADG65 [10], a napaneonaacmuuen
AuMbuuen enuedasum npu 4 (2 geua ¢ aumpom na Hodgkin, 1
¢ aeBkemus, 1 ¢ neBpodaacmom u 1 ¢ gpedbnokaemmbuen oBa-
puaaen kapuyunom) [11]. TIpu momue na 15 2. ¢ Ophelia syn-
drome c¢ koenumuBHu u oOyuumeaHu HapyweHus € ¢
ycmanoBenu anmumeaa cpewy mGIuRS [31].

uaenocmuynme 4 kpumepus npu cucypex Aumbu4eH asmo-
umynen enyedarum [21] ca:

1. TTogocmpo Hauaao (Obp3a npozpecust nog 3 Meceua) uAu
geduuum Ha pabomnama namem /3a2yda na kpamkocpouna
namem; Enuaenmuunu npunagbuyu UAU NCUXUYHU CUMNMOMU,
HacouBawu kbMm BkalouBane na aumbuunama cucmema

2. 1Bycmpuuu Mo3bunu T2-aezuu B8 MPT, ozpanuuenu B8
MeguaAHUme 4yacmu Ha meMnopasHume gsaoBe

3. TTone egno om caeghume: AukBopna nacoyumosa (aeB-
kouumu Hag 5.10%/4a); EEI" ¢ enuaenmuyna uau 6aBna akmuB-
Hocm om ocmpue-6aBua Bvana B memnopasnume gsaoBe

4. AukBopna naeouumosa (aeBkouumu nag 5.10°)

Kaunuuno ca xapakmepusupanu aBmouMynHu AumOuuHU
enuedasumu, npeguzBukanu om pazAuuHU aHMUMEAR, HO Cb-
wume amumeaa Mo2am ga npegusBukam u gpyea kaunuuna
uzsBa:

- Enyegarumu c anmumeaa kom VGKC [39], Bepudpuuupnu
kamo anmu-LGI1 [27,28] u anmu-CASPR2 [27], npomuvam ¢
2 pazauunu kaunuunu cungpoma: Awmu-LGl1-acoyuupar aum-
buuen enyegaium ¢ namemoBu yBpegu, HapyweHo cb3HaHue,
HekonByacuBen enuaenmuuen cmamyc; antu-CASPR2 enyega-
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4um no-psigko npomuuaw, kamo aumOuuen enuedasum u no-
yecmo ¢ HeBpoMuomonust u aBmonomuu yBpegu, enuedasona-
must.

- Aumu GABA B peuenmpopen enuepasum [21,29,30]
ocBen ¢ kaunuka na sumbuuen enyedaum u amakcus ce 0o-
cbkga u npu ,,0ncokaonyc-muoKA0HYyC“ cCURgpOMaA.

- Anmu GABA A peuenpopen enuepasum [35] Bka. npu
geua c enuedparonamusi, npoepecupawia mepneBmuyno pesuc-
meHmHa enuaencust ¢ goosp edpekm om umyHHa mepanusi.

- Anmu - AMPA peyenmoprusim aumbuuer eHyedaium
npomuua ¢ 6bp3a npozpecust.

- Aemoumynnume enyegarumu ¢ anmu-GADG6S, npuuuns-
eawyu 0a0xkupane Ha npecunanmuynus cunmes na GABA, ca ¢
kaunuuna uzsBa ocBen na AumOuueH eHuepasum (Henapaneo-
NAACMUYEH UAU NapaHeonAacmuyieH), Ha amakcust, Muokaonuu,
stiff-person syndrome, PERM u mepaneBmuuno-pe3ucmenmua
¢dokaana enuaencus [10,36]. ITpu onucanume om Hac 2 cayuast
¢ asmoumyHen enyearum ¢ anmu-GAD65 anmumesra no
Bpeme na guabemua kemoauugosa npu guadem I mun e naauue
mepaneBmuuno-pesucmenmuama ¢okasna enuaencust [5]:
€guH nayueHm ¢ AuMOuueH eHuepasum ¢ mepaneBmuuHo pe-
3ucmenmua pokaana enuaencus (npocmu u komnaekenu npu-
cmobnu) u T2 aeszuu B aeBust xunokamn ¢ aumu- GAD 65
anmumenaa (go 2000 E) (Qur.1) u egun ¢ aBmoumynen enue-
¢daaum ¢ mepaneBmuuno peucmenmua ¢pokaana enuaencust
(Momopnu npucmbnu go pokaeH MOmopeH cmamyc), xemuna-
pesa u npozpecupatia egHoxeMuchepuasHa Mo3buHa ampodust
npu anmu- GAD aumumeaa (80E) (Qur.2)

(Que.1. T2 xunepunmensta aesust B aeBust xunokamn npu geme ¢ AumOusen
enuedasum npu anmu- GAD 65 anmumeaa

(Que.2. MPT ¢ egnoxemucdepuana Mo3buna ampodus npu geme ¢ aBmoumynen
enuedasum u mepaneBmuuno-pesucmenmna ¢pokasna enuaencust u aimu- GAD
65 aHmumena
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ABTONMYHHWITE IIOCTCTPENTOKOKOBH HEBPOJIOIMYHY CHH-
apomu npomuyam ¢ guckunezuu (Momophnu u Bokaanu mu-

koBe, xopest); xunepkmuBuocm, obcuecuu u komnyacuu;
xunomonusi, Mmuokumusi; amakcusi; mpeBoxknocm; enuaencust
(Bka.myamudokasen muokaonyc); koenumuBau yBpegu; azpe-
cust, Oyaumust; pazcmpoticmBa na cbHs npu anmu-D1, anmu-
D2 [17], anmu-lyso-GM1, anmu-Tubulin, CamKII anmumeaa.

Curypen ocTbp auceMuHupH ennedarovueut (ADEM)
ce guaeHocmuuupa npu 5 kpumepus [33]: 1. ITepBu enuzog ¢
kaunuka na MHozooznuwHo 3acsizane Ha LIHC ¢ Bv3mozkna
Bv3naaumeana npuuuna; 2. Enuedasronamus, kosmo ne moke
ga ce o0sichu ¢ memnepamypama; 3. Abnopmua MPT ¢ gu-
¢$y3Hu, HegoOpe omepaHuueHu 20AeMU Ae3uu B 6s1A0mo Mo-
3buto BewecmBo (nag 1-2 cMm), psigko u T1 xunounmensnu u
ae3uu B cuBomo mo3buno BewecmBo (6azaaHu sigpa, maaa-
Mmyc); 4. Bes noBu kaunuunu uau MPT naxogku caeg 3 meceua;
5. Mzkalouenu gpyau npuuunu.

ADEM npomuua MoHO¢a3HO uau MyamudaszHo, a npu
okoao 50% om geuama c ADEM ce ycmanoBsBamanm MOG
anmumeaa [34].

Ontuynus nespomueaut (Neuromyelitis optica) npomuua
peuuguBupawo ¢ uzsBu Ha onmuyen HeBpum, ocmbp MueAum,
CUHgpPOM Ha area postrema (XbAuane, 2ageHe, noBpowiane),
ocmbp cmBoaoB cungpom ¢ opmasmonapesa, amakcus, Hap-
koaencust uau ocmbp gueHuedaaen cungpom. Kpumepuu 3a gu-
aeHOocmuuupane ca: PasnpocmpaneHue nHa ae3uume Hag 3
ceamemna B 2pbOHaunus Mo3bk, kamo Mo3buHUME A€3UU HE
omeoBapsm na xapakmepHume 3a MHoxkecmBena ckaeposa;
Haauuue Ha aHmu-AQP4IgG, no ca Bbv3moXnu u anmu-
AQP4IgG neezamuBnu cayuau, a ca onucaHu u cay4au ¢ aHmu-
MOG amumumeaa [40]. ITpu nawe nadalogenue na Momuue
Ha 15 2. cwe ceponeeamubBen Bapuanm na Neuromyelitis optica,
nocaegoBameano ce pazBuBam 2aaBobdoaue, 6oaku B kpakama,
npoMmenu B noxogkama, kBagpunupamugen u ekcmpanupamu-
geH cuHgpoM ¢ puaugno noBuwen myckyaen monyc B kpatinu-
uume, gucmonust u mMuokaonuu npu yBeauuenu aukBopru
uMyH02A00yAuHU, HO Oe3 anmu-AQP4 IgG. Caeg nogoOpenue
npu kopmukocmepougen kypc (KC) u unmpaBenosen umynoe-

(ue.3. 6, B. MPT na wuen 2pbOnauen Mo3vk 6e3 namoaozus (0) u
xunepunmensta T2 ae3us B gscho okoao npeguus poz Ha cmpanuyHus Benmpukya
u B kopnyc kaaozym
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A00YAUH caeg 3 Meceua HacmbnBa amaBpo3a, 6bp30 nogobpena
caeg nopegen kype ¢ KC [8]. MPT e ¢ munuunu 3a neBpomue-
Auma xunepunmensna T2 ae3ust na nuBo C3-C6 (Qur.3a), a
npu u3zdBama na amaBposzama e ¢ HoBu Ae3uu nepuBenmpu-
kyano B gsicno u B kopnyc kaaozym (@ur 3 6,8).

Stiff Person cunapom (SPS), Stiff Person BapuanTu npo-
muyam cbe cBpbxBb30dygumocm, 60aka, myckyanu kpamnu,
cnaszMmu/ckoBrocm/puaugnocm Ha Myckyaume u ycuaen startle
omeoBop npu anmu-GAD anmumeaa nag 100 (80%) uau
anmu-GlyR1 [15]. IIpn nporpecupamusa eHnedaaoMueIuT ¢
puruanoct u Muokiaonyc (PERM) ocBen startle penomenu u
MyckyAHa pueugHocm ca HaAuue u nupamugnu Oeaesu; amak-
cus, HucmazbM; ouegBuzameAnu yBpegu; mpuaeMuHaAHa, Au-
ueBu u O6yabapnu momophHu yBpegu; koenumuBnu yBpegu;
eHuedasonamusi, 2bpuoBe, pazcmpoticmBa Ha cbHs; aBmo-
HoMHu yBpegu. YcmanoBaBam ce anmu GAD- u/uau Aumu-
GlyR1[25,36]. TIpu 2 om Hawume nayueHmMu € HaAuue
MunuYHOmMO chuemanue om ycuaenu Startle penomenu u mu-
okaonuu B Hayaaomo, npucmbnu ¢ moHycoBu npoMeHu, 2bA-
mameAHU HapyweHust U nape3u Ha ouegBuzameAnu u auyeBu u
HepBu, HuCMazbm, nupaMugHu NpoMeHu, aBmoHoMHU Hapywe-
HUA ¢ XunoBenmuAauust U apUMMUYHO guWaHe, XUnepxugposa,
masoBopesepBoaphu Hapywenus (pemeHuust) U HenpusimHu ce-
muBHu ycewanust npu gonup, ¢ NpUCMbNHO-PEMUMEHMHO NPO-
muuane. Omuemen e goowvp epekm om KC u unmpaBenosnu
uUMyHO2A00yAuHU ¢ BaowaBane npu pa3pekganemo na kypco-
Beme u npu pedpuanu 3aboasBanus. ITpu eguama nayuenka
uma AukBopnu anmu-GAD u Anmu-GlyRlanmumeaa, npu
Bmopama- camo Aumu-GlyR1, 6e3 gpyau aukBopru npomenu.
MPT na 2aaBnust u 2pbpoHaunust Mo3bk ca B nopma [2, 6].

IIpu ennedamut Ha Rasmussen npozpecupam xemunapesa,
adasusi, pokaanu MomopHu npucmbnu go pokaen MOmoOpeH
cmamyc (epilepsia partialis continua) u npoapecupawa eguoxe-
Mucdena mozbuna ampodus. Anmu-GluR3 ca ycmanoBenu 8
nstkou cayuau. ITpu onucanume om nac 8 cayuast Ha geua [4]
3aboasBanemo 3anouBa mexkgy 3 u 10 2. Bv3pacm, npu 5 caeg
Bupychu unpekuuu. B nauaanust cmaguii (3-8 meceua) Hapacm-
Bam no uecmoma ¢gokasnume momopHu u /uau komnaekcnu
napuuaAHu npucmbnu cbe caegoBu napesu. B ocmpust cmaguii
ce ussBaBam epilepsia partialis continua u npozpecupawia uen-
mpaana xemunapesa npu Bcuuku 8 geua, Momopna adaszus npu
5, a KT u/uau MPT e ¢ npoepecupawa egnocmpania xemucge-
puasna Mozbuna ampodus (Qur.4 a,6,8). B cmayuonupanus
cmaguii npu Bcuuku nauuenmu ocmaBam pegku enuaenmuynu
npucmbnu U Xemunapesa, 5 ca ¢ MomopHa adasusi, 4 ¢ paHeH
nybepmem.

Ennedanonarusra na Hashimoto npomuua ¢ gesopuen-
mausi, ncuxosu, koenumuBHu Hapywenusi, mpemMop, Muokao-
HUU, enuAENMuYHU npunagbuu, Hecneuedpuunu MPT npomenu
npu uzoaupanu Aumu-alpha-Enolase 1, Aumu-Thyreoglobulin,
Anmu-Thyroid Peroxidase, Aumu-TSH peuenmopHu anmu-
meaa [21].

Opsoclonus-Myoclonus cunapombT ce nadalogaBa npu
geua Ha cpegna Bv3pacm 20 meceua ¢ Bb30ygumocm, amakcus,
Muokaonuu, mpemop, 2080opHu paszcmpoiicmBa, opsoclonus
(6Bp3u xaomuuHu ounu gBukenust) u HeBpobaacmom npu
0koao 50%. B uacm om cayyaume ca HaAUUE aHmumeaa cpeuty
HeBponaanu npomeunu, anmu- GABA B, anmu-alpha-Enolase
1. [Tamozenemuy4Ho € HaAuue aBmoumynen npouec uau Bv3na-
AeHue B Mo3buen cmBoa u maakust Mo3bK, HO ca Haauue u pas-
cmpoticmBa na cbHs1, noBegenuemo u koanuyusima. Bvamoxknu
ca peuuguBu npu okoao 50% nati-uecmo npu undpekuuu.

CronoBusit ennedpannt Ha Bickerstaff npomuua ¢ od-
maamonaeaus, amakcust u gpyza cmBoaoBa cumnmomamuka.
Juaznocmuunu kpumepuu 3a cmeososus eHyedaium na Bic-
kerstaff [21] BkalouBam: I. Beposimen cme0.106 enyeaium na
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(ue.4.a, 6, 8. KT u MPT npu enuedasum na Rasmussen u egnocmpanna
Xemucepuasna Mo3byuHa ampodust

Bickerstaff npu 2 om: 1. ITogocmpo nauao (0bp3a npozpecust
3a no-maako om 4 cegmuuu) c: yBpega Ha cb3HaHuemo; gBy-
cmpanHa BbHwHa opmaamonaeaust, amakcus. 2. Vzkalouenu
gpyeu Bv3mozknu npuuunu. I1. Cuzyper cmeoa06 enyedarum na
Bickerstaff — npu IgG u anti-GQ1b anmumeaa, Bka. koeamo
gBycmpannama BbHwHA OpmasMonAe2uss HE € NbAHA UAU
amakcusima He e cuzypHa, uau Bb3cmanoBsBanemo e 3a okoao
12 cegMmuuu caeg HauUAOMO.

ITpu onucanust om Hac cayuaii ¢ Beposmen cmBoaoB enue-
daaum na Bickerstaff [9] B npogbakenue na 3 meceua e 6uao
HaAuue uecmo noBpbwane u uscaegBana 3a ,nankpeamum,
2acmpum”, yemanoBena u xunokaauemus. [TocaegBa u3siBa na
cmBoAOB CUHgGPOM C 2bAmameAHU HapyWeHUsT, XbAUaHe, gun-
Aonust, amakcust, XopusoHmaaeH u Bepmukasen HucmazoM, Xu-
necmesus B gsicno, nupamugnu Oeae3u gBycmpanHo, cbpoek.
AukBopromo u3caegBane e 6e3 npomenu, Bka. 6e3 anti-GQ1b
anmumeaa, 6e3 anmu-GAD, a MPT na 2aaBnust mo3wk e ¢ gBy-
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cmpanHu T2 xunepunmensnu ae3uu B npogbazoBamust Mo3bk
(®ur 5 a), koemo gaBam ocnoBanust 3a 06cbkgane Ha ocBen
Ha Beposimen cmBoiaoB enyedaium na Bickerstaff u na ocmo-
muueH geMueaunusupaw, cungpoM, ADEM, PERM, neBpo-
mueaum. Caeg KC nyacoBa mepanus ycmanoBeno 06bp30
nopmaausupane kaunuuno u 8 MPT (Que 56). Caeg 7 meceua
nosiBa Ha HOB npucmbn ¢ gecHocmpanna AuueBa xunecmesust
u gunaonust npu HoBa ae3ust 8 MPT B 80 nonmunno u as8o
maakomosbuno kpaue (Qur.5 6).

(Que.5a. MPT ¢ o6wupna T2 aesust gBycmpanno B npogbazoBamust mozvk

(Due.56.MPT ¢ pegykuus na cmBoaoBama ae3ust npu kaunuuno HopMasusupane

(Que.5 B. MPT caeg 7 Meceua ¢ HoBa e3ust B asiBo Mankomozbuto kpaue —
xunounmen3Ha Ha T1 u xunepuamensna na T2.

IIpu nauuenmu ¢ pa3HooOpaszHu cbuemanust om HeBpoao-
2UYHU U NCUXUampuyHU CUHGPOMU, HO Oe3 ycmaHoBeHu cuaypu
AaukBopHu anmumeaa, xapakmeprnu MPT ae3uu uau ne mo2am
ga ce kamezopuzupam ¢ 2opeonucanume aBmoumyHHu eHue-
¢dasumu, moke ga ce nocmaBu guaznozama [lanmumsio neaa-
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MUGEH, HO 8b3MONCEH ABMOUMYHEH eHyedarum® npu cieguume
4 guaenocmuunu kpumepus [21]: 1. bep3a npozpecus (nog 3
Meceua) Ha gepuuum Ha pabomna namem (ocodeno kpamkoc-
pouHa) yBpegen MeHmMaAeH cmamyc, UAU NCUXUampu4Hu CuH-
gpomu; 2. M3kalouenu cungpomu 3a aBmoumynnu enuepaumu
(munuuen aumbuuen enuedpaum, cmBoaoB enuedasum na Bic-
kerstaff, ADEM); 3. Aunca na xapakmepxu anmumeaa 8 cepym
u AukBop u none 2 om caeguume kpumepuu: MPT abnop-
MHocmu, HacouBuwu kbm aBmoumynen enuedasum; AukBopna
naeoyumosa, AukBopHo-cneyuduuna 0Au20kAOHAAHOCT, UAU
noBuwen IgG ungekc uau u gBeme; Mozbuna duoncust ¢ Bv3-
nasaumeAnu uHpuampamu, uskalouenu gpyeu 3adoasBHusS
(mymop). 4. M3kalouenu gpyau 3a60Aas18anust (MumoxoHgpuaa-
HUme u MemaboAumHu pazcmpoticmBa Mo2am ga uMam cume-
mpuuHu u acumempuunu MPT adnopmuocmu u aukBopnu
NpOMeHU).

Jleyennero Ha apTrommynHute ennedamutu BkalouBa: 1.
ITbpBa aunust cpegemBa - (kopmukocmepougu, unmpaBenosuu
UMYyHO2AO0YAUHU U /uau na3Madepesa) ¢ epekm npu 53% 3a 4
cegmuuu u odwo nogodpeHue npu 97% 3a 24 meceua; 2. Bmopa
AUHUS - rituximab, cyclophosphamide, kombunupanu ¢ kopmu-
kocmepougu ¢ pazauden epekm; 3. [Tpu naauuue Ha Heonaac-
muuen npouec-agekBamno aeuenue [21,30,38].

B 3akmiouenue: ITpu 3a60as8anust, couemaBawu neBpoao-
2UYHU, NCUXUMPUYHU CUHgPOMU, mepaneBmuyuHo-pe3ucmeH-
mHa enuaencus, koenHumuBen ynagek c HescHa npuvuHa,
nonskoea ¢ pedpuana npoBokauus, ¢ ocmpo, nogocmpo, peyu-
guBupawo uAu XpOHUYHO NpOmMuUYaHe € He0OXOgUMO u3caegBa-
He 32 aBmoumynen eHuedasum ¢ mbpcene Ha aBmoanmumeasa
cbo0pa3no kaunuunama kapmuna. ITpu aBmoumynnume enue-
¢dasumu e Bv3moken ycnex om npoBekganemo Ha UMYHOMO-
gyaupawa mepanusi, kopmukocmepougu, unmpaBeno3nu
UMYHO2A00YAUHU U /uAu na3madepesa, Ha caegBawy, uzbop- ri-
tuximab, cyclophosphamide.
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ABSTRACT

Intracerebral haemorrhage (ICH) is the most devastating
and disabling type of stroke. It accounted for 9% to 27% of all
strokes worldwide. Numerous risk factors have been identified.
Recent advances in neuroimaging contribute to early diagnosis
and have predictive function. To improve the devastating course
of ICH, various clinical trials for medical and surgical interven-
tions have been conducted in the last 10 years. There is evidence
that early intensive blood pressure reduction is a safe and feasi-
ble strategy for ICH. The widespread use of oral anticoagulants
in recent years has lead to the development of antagonists, which
need further clinical trials to establish their reliable efficacy and
safety. Some patients with ICH may benefit from surgical man-
agement, but it is not possible to more definitive conclusion.
Minimally invasive surgical evacuation methods are ongoing and
may provide positive evidence. The purpose of this review is to
help clinicians to administer appropriate treatment and attempt
to improve the clinical outcome of ICH.

KEY WORDS: intracerebral haemorrhage, risk factors, di-
agnostic, medical management, surgical interventions

PE3IOME

Cnonmannusim Bempemosbuen kpbBouzauB (BMK) e naii-
mexkkusim u unBaauguzupaw, om Beuuku BugoBe uncyam. Yec-
momama My e Mekgy 9 u 27% om msx B cBemoBen mawab.
Pazauunu puckoBu pakmopu ca omeoBophu 3a Bb3nukBanemo
na BMK. ITocaegnume nocmukenust B neBpouszodpazsBanemo
nognomMazam paHHama gua2Hos3a U Mo2am ga umam npeguk-
muBna cmotinocm. 3a ga ce nogodpu Aowusim u3xog om 3a00-
AgBanemo, npe3 nocaegnomo gecemuaemue ce npoBegoxa
MHO20 npoyuBanus 3a MegukaMEHMO3HO U XUPYypP2U4HO Aeve-
Hue. Jloka3a ce Oeszonachocmma u edukacHocmma Ha
HamaasiBane Ha apmepuaaHomo Haasizane npu BMK. ITopagu
Bce no-pasnpocmpaHeHOmo u3noa3Bane Ha OpaaHumeE
anmukoazyaanmu, 6sxa pazpabomenu anmugomu, 3a koumo
ca HeoOXxoguMUu gonbaHumeAHu npoyuBanust, gokazBawu epek-
muBrocmma um. Pazauunu xupypeuunu unmepBenuuu Mozam
ga nogobpsim u3xoga npu Hsakou nayuenmu, gokamo npu gpyeu
He e gokaszan noao’kumeaen epekm. HaBauzanemo B npakmu-
kama na munuunBa3uBnama xupypeus e obOnagekgaBaw,
Memog, Ho ce uzuckBam gonbanumeanu npoyuBanus. Lleama

Ha HacmosAwus 0030p € ga N0ognoMo2He cneuuasucmume 3a
npuaaz2aHe Ha NOGXOgsWo A€YEHUE U NocmuzaHe Ha no-goopu
pe3yamamu npu 6oanume ¢ BMK.

KIIIOYOBU TYMM: Bompemosbuen kpwvBousauB, puc-
koBu ¢pakmopu, guaenocmuka, MegukaMeHmMO3HO A€U€HUE, XU-
pyp2u4HO AeueHue

CnonmaHnnusim nempaBmamuuen BbmpeMo3buen kpbBo-
u3auB (BMK) o6xBawa mekgy 9 u 27% om Bcuuku uncyamu 8
cBemoBen mawad u e ¢ Haii-20AsiMa cMbpmHOCM U uHBaaugu-
3auust om Beuuku (35). Okoao 51% om nauuenmume ¢ BMK
ymupam B nbpBama 2oguna caeg Bv3nukBanemo my, a 2/3 om
npekuBeaume pa3BuBam cpegna go meskka unBaauguzauust
(15). Pazauunu puckoBu ¢pakmopu Bogsim go Bb3nukBanemo
na BMK, cpeg koumo nati-20AsaMo0 3HaueHUe UMam apmepuaa-
Hama XunepmoHust, npueMbm Ha anmukoazyranmna mepanusi,
Mmbakkust noa u gpyau (22). (maba. 1)

Tata. 1 PuckoBu ¢pakmopu 3a Bv3rukBane na Bompemosvuen kpuBousaub

Heperympyemu Perymupyemu
Mukku noa Apmepuaana XunepmoHust
Buv3pacm IIpuem na anmukoazysanmua mepanust
Emnoc IIpuem Ha aHmuazpe2aHmua mepanust
HacaegemBenocm Juadem

Xoaecmepoa

3aoynompeda ¢ askoxoa

Ynompeba na napkomuuu

Tlomlononywene

Apmepuasnama xunepmonusi (AX) e Hatli-uecmo cpewa-
Husm puckoB ¢pakmop 3a Bb3nukBane na nbpBuuen BMK, npe-
obaagaBawa npu okoao 60-70% om Bcuuku cayuau (37).
XponuyHama xunepmonusi Bogu go AunoxuaauHosa — npouec,
npu kotimo ¢udpobaacmua npoaudepayus, genosunust Ha Mak-
podazu u 2aagko-myckyanu kaemku ca 3amenenu ¢ koaaeen 8
cmeHume Ha Maakume apmepuoau, koemo Bogu go Hamasena
eaacmuyHocm u yBeauuena uyBecmBumeanocm, npegpasnoaa-
2awa cnonmannomo uM paskwocBane (14). KpwvBouzauBume
Bv3nuknaau BcaegecmBue Ha xunepmonusima ca Hali-uecmo ¢
HeaobapHa aokaauzauust — B 6a3aaHume 2aHAuu, maAamyca,
noHca u Maakust Mmo3wk (11,40).

Mo3zbunama amuaougna anauonamust (MAA) e Bmopama
Hali-uecma npuduna 3a Be3nukBanemo na BMK (37). Ilpeg-
cmaBasiBa npouec Ha HampynBane Ha B-amuAaougeHn nenmug B
cmenume Ha kopmukaanume maaku apmepuoau, koemo npu-
yunsBa nHati-uecmo aobapHu u Mukpo-kpwsBouszauBu (40).

Koazyronamuume u no-cneuuaano mesu, B caegcmBue na
npueMm Ha Megukamenmu, ca Bce no-uecmo cpewan puckoB
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¢dakmop 3a Bv3nukBane na BMK, mwuii kamo anmukoazyaan-
mHama mepanusi ce usnoa3Ba npu pasauuHu CbCmMOsHUS 3a
nbpBuuna u Bmopuuna npoduaakmuka na copgeuno-cbgobu
3aboasBanus (38).

Cnonmanen Bvmpemosbuen kpbBousauB mpsidBa ga ce
nogosupa npu Beeku nauuenm, kotimo e pazBua ocmbp 02Hu-
weH HeBpoaozuueH geduyum, acouUUpPaH YECmoO CbC CUM-
nmomMu Ha noBuweHo BbmpeuepenHo HaAsizaHE — CUAHO
2aaBoboaue, 2agene, noBpbuwiane, apmepuasna Xunepmonusi,
Opagu- uau maxukapgusi, enuAenmMuUYHU NPUCMbBNU U HAMAACHO
HuBo Ha cb3nanuemo (12).

Bbovp3omo BaowaBane B cbemosHuemo Ha nauueHma — Ha-
MaasiBane ¢ 2 u noBeue mouku no I'nazeoy Koma Ckaaa (I'KC)
Om HavyaAo0mo Ha cumMnmomMume go nocmbnBaHemo Ha nauu-
eHma B cneuyuaausupano omgeaeHue, ce HadalogaBa npu okoao
20% om cayvaume (24). B gonbanenue 15-23% om nauuen-
mume umam yBeauuaBane pazmepa na kpbBousauBa u Baowa-
Bane na neBporoauunomo cbemosinue B nbpBume nsakoako
yaca (20,31). ToBa onpegeast u HeoGXxogumMocmma Om CnewHu
Mepku, BkalouBawu 06w peanumayuontu getinocmu u cneyu-
¢$uuHU mepaneBmuynu NOgxogu cpewly nNamogu3uoAOUYHUME
MexaHu3Mu, goBeau go 3adoasiBanemo. ITpe3 nocaegnomo ge-
cemuaemue ce pabomu ycbpgHo Bepxy koncepBamuBnomo u
xupypauuHo aeueHue npu BMK. B nskou acnekmu om nacmost-
wume cBemoBuu npenopbku 3a aeueHue na 3a00as168anemo Bee
owie uma Hesichomu, Bbnpeku npoBekganemo na HoBu 2oaemu
kaunuunu npoyuBanust (38). Hampynanume ganxu nokasaxa
Aauncama Ha edpekm npu nsakou unmepBenuuu usnoaszBanu B
npakmukama 3a aeuenuemo na BMK.

JVMATHOCTUHUPAHE

Buesannomo Bwv3nukBane na ocmbp neBpoaozuuen gedu-
uum npegnoaaza Hali-Beposimuo cbgoBa 2enesa, koemo npaBu
mpygHo omgudepeHyupanemo Ha BbmpemMosbunusa kpwBous-
AuB om ucxeMuuHUsT UHCyAm caMo no kaunuunu 6eaesu (2).
Cumnmomume Ha noBuwieHo BbmpeuepenHo HaAsizaHe — HaMa-
AeHO HuBo Ha cb3HaHuemo, 2aaBoboaue, noBuweno apmepu-
AAHO HaAsieane ca no-uecmu npu BMK, Ho He ca cneyudpuunu
(eaaBoboaue moke ga uma npu 30% om nayueHmume C
ucxemuuen uHcyam) (36). Bwup3omo HeBpouzodpaszsBawo
uzcaegBane nocmaBs kamezopuuno guaenozama BMK. Kom-
nlomwspHama momozpadust Ha 2aaBa (KT) ce npuema 3a 3aa-
meH cmaHgapm 3a guaeHocmuuupanemo Ha BMK nopagu
cBosma gocmbnuocm, Bucoka cneyudpuunocm u uyBecmBumen-
Hocm (24, 26). KT gaBa undpopmauust ocBen 3a aokasusauusma
na kpvBousauBa u 3a naauuuemo Ha npo6uB 868 Benmpukya-
Hama cucmema, edpekm Ha npumuckane, xugpouedaaus, cme-
neima Ha Mo3buHus omok u npumuckane na cmBoaa (9).
SIgpeno-maznumnusim pezonanc (SIMP) na 2aaBa e cvwo c Bu-
coka uyBcmBumeanocm u cnequduunocm, HO npuaokenuemo
MY € No-02paHuveHo nopagu Maakama My gocmbnHocm, npo-
gbakumeanocmma Ha uzcaegBanemo u Huckama moaepan-
mHocm om cmpana Ha meskko yBpegenume navuenmu (7, 33).
SIMP e noaesen uncmpymenm 3a omkpuBane na ocnoBnama
npuvuna 3a Bv3nukBane na Bmopuuen BMK (nanp. npu kaBep-
HOM, mymop u gp.) (34). Komnlombpro - momozpapckama
aneuozpadust (KTA) e cuano uyBcmBumeaen memog 3a
omkpuBane Ha cbgoBu aHomaAuu u HaAuuuemo Ha kou-
mpacmua ekempaBazauusa (m.nap. spot sign) (13). ITocaeg-
Hama npegcmaBasBa paguozpapcka naxogka, kosmo e
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npoaHocmuuen deaee 3a Bucoko-puckoBu nayuenmu no omuo-
weHue Ha yBeauuaBane obema na kpwBousauBa (30).

JEYEHUE

Bbmpemoszbunusim kpwBousauB e cnewno, kuBomosacm-
pawaBawo 3a6oasBane, koemo usuckBa npuaazane na Obp3u
mepaneBmuunu Mepku. ITepBama ocnoBha 3agaua e ga ce ocu-
2ypu cmaduausupane Ha kapguo - pecnupamopHama cucmema
npu HecmabuAHUME nauueHmu, ¢ uea npegomBpamsBane Ha
Bmopuunume yBpegu BcaegemBue na xunokcemusima, noBuwe-
HOMO apmepuaAHo HaaseaHe u yBeauuaBanemo pasmepa Ha
kpoBouzauBa (20). Cnewinama engompaxeasna unmybauust ce
npuaaza npu nayuenmu 8 koma (I'KC < 8m.) uau 3Hauumeaen
pecnupamopen gucmpec (9). ITocaegBano om npeuusnust kau-
HUYEH npez2aeg, nogpodHama aHaMHe3a U ucmopus 3a npuemMa-
Hume Megukamenmu, ce 3anouBa u AeyeHuemo Ha
noBuwenomo apmepuaAHo Haaseane, kopekuusa B koaeyaa-
uusima, noBuwenomo BempeuepenHo HaAsi2aHe U gpyau.

JleyeHne Ha MOBHIIEHOTO apTePHATHO HANIATAHE

IMayuenmume ¢ BMK uecmo nocmobnBam ¢ ekempemno
Bucoko apmepuaano naaszane (AH). To ce acouuupa c yBeau-
vyaBane obema Ha kpbBousauBa, HeBpoao2uuno BaowaBane u
Aowa npoznosa (5,32). Jokamo 8 Munaaomo ce € cMsImaao, ue
cbwecmByBa ucxemuuna nenymOpa okoao kpwnBousauBa,
kosimo ce yBpekga ¢ namaasBane Ha apmepuasHOMO HaAs-
2aHe, peguua Hacmosuu npoyuBanust nokasaxa, ue ucxemusma
He e Bogewusim ¢pakmop 3a nepuxemamomuomo yBpekgane
(5,23). dBe 2oaemu kaunuunu npoyuBanus Bu8 dasza 3 goka-
3axa, Ye paHHOMO HaMaAsiBaHe HA CUCMOAHOMO apmepuaa-
nomo naasiezane (CAH) go cmotinocmu <140 mm Hg e
6e3onacHo, 0e3 3HauumeAnu ompuuameanu edpekmu (1,29).
ITpoyuBanemo INTERACT 2 cpaBusiBa epekma om unmen-
3uBHOMO HamaAsBaHe HAa CUCMOAHOMO aPMEPUAAHO HAAS2AHE
(<140 mm Hg) npu egna 2pyna nauuenmu cpaBuenu ¢ Bmopa
epyna, npu koamo CAH ce namaasBa go cmotinocmu <180 mm
Hg. l1Beme 2pynu ca oueHeHU NO OMHOWEHUE HA HACMbNU-
Aama cMbpm uau meskka unBaaugusauust upe3 mogupuuupa-
nama ckaaa na Pankun. Pesyamamume om npoyuBanemo
nokasBam, ue u npu gBeme epynu HsMa 3HaYUMeAHA pasauka
N0 OMHOWEHUE HA NPOUEHMA NOYUHAAU NAUUEHMU UAU Me3U ¢
pa3Buma mexkka unBaauguzauus 3a nepuog om 90 gHu. Ana-
Auzbm Ha Moguduuupanama ckasa na Pankun nokasa no-
gobpu ¢pynkuuonasnu pesyamamu npu 2pynama ¢ uHmen3uBHo
nonwkaBane na CAH (<140 mm Hg) (1). ITpu npoyuBanemo
ATACH-2 nauyuenmume ca pasgeaenu B gBe 2pynu — egnama
e c ueaeBa cmotinocm na CAH mezkgy 110 u 139 mm Hg, a gpy-
2ama - om 140 go 179 mm Hg. 3a nonukaBane na apmepuaa-
HOmMO Haasizane B moBa npoyuBane ce e usnoaszBasa camo
Benosna undysus na Hukapgunun. (mada. 2) ITayuenmume u
myk ca ouenenu cnpsiMo Moguduuupanama ckasa na Pankun.
Pesyamamume ne noka3Bam cmamucmuuecka 3nauuma pas-
auka B HacmbnBanemo Ha cMbpm u cmenenma Ha unBaaug-
Hocm npu cpaBuaBanemo na gBeme 2pynu (29). Cpegnomo
apmepuaAHoO HaAs2aHe Npu hayuenmume ¢ uHmen3uBHo Hama-
AsBane Ha cucmeAHOmO apmepuaAHOmo Haasieane e 6uao 129
mm Hg, a npu gpyeama epyna — 141 mm Hg. ToBa go nakege
Mozke u ga 00sICHU HeympaAHUsI pe3yamam Ha npoyuBanemo —
nocmuzHam e MHO20 goObp koHmpoa Ha apmepuasHOMO Ha-
Asieane u B 2pynama c npuueanu cmotinocmu om 140 go 179
mm Hg. HabalogaBaaa ce e no-Bucoka uecmoma na 6b0peu-
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Hume ompuuameanu epekmu npu 2pynama ¢ no-nucku npuuea-
Hu cmotinocmu Ha AH (29). OcnoBaBawu ce Ha npoyuBanemo
INTERACT?2 eBponetickume u amepukanckume npenopwku ca
3a HamaAsiBane Ha apmepuasHomo Haasizane nog 140 mm Hg
(20, 35). Amepukanckama cbpgeuna acouyuauusi/Amepukan-
ckama acouuauus 3a uncyamu (AHA/ ASA) npenopbuBam Ha-
MaadBane Ha apmepuasHOmMoO Haaseane nog 140 npu
nauuenmu, nocmounBawu cve 150 go 220 mmHg AH. ITpu me3u
¢ AH nag 220 mm Hg e pa3zymno ga ce npuaoxku aepecuBro
cHwkaBane na AH ¢ unmpaBenosna undysust u uecmo MOHU-
mopupane (20). He ce ombeassBam konkpemnu meguka-
MeHmu 3a mpemupaHe Ha AH, HO ce npegnoaaza, ue
nogxogsiu Mozke ga ca unmpaBenosnume 0aokepu na kaauyue-
Bume kanaau (nanp. Hukapgunun) u 6ema-6aokepume (Hanp.
Aabemanoa), nopagu kbcus um noay-kuBom u aecHomo um
mumpupane (6). AumuxunepmenszuBHume megukamenmu,
koumo npuuunsiBam Bazoguaamauusi, HapyweHna aBmopeayaa-
uust u noBuweno Bbmpeuepento Haasizane, kamo Humpamume,
e pegHo ga ce uzbseBam (12).

Taba. 2 Pangomusupatu npoyuBanust 3a epekma om nonukaBane Ha apmepua-
HOMO HaAsfl2aHe NPU NAUUEHMU Cbe cnonmaneH Bvmpemosbuen kpvBousauB

Nme n bpoit  Bpemeno AxtuBen  Hawmnna Kimnmyen

TOJMHA HA My- MAllMeH- 3aNOYBaHe MeNHKA-  MPHIOXKe- H3XOX

OnykyBame  TH HAa Tepa-  MeHT HHe

nHATa

ATACH 60 Jo6-mu  nukapgunun u.B. HEympaAeH

2010 yac

ATACH 2 60 Jlo6-mu  nukapgunuu u.B. HeympaAen

2010 yac

INTERACT 404 Jlo6-mu  neonpege-  n.oc,u.B., HamaseH

2008 yac AeH mpaHcgep- pasmep Ha
MaAHO XeMamoma

INTERACT2 2839 [lo6-mu  neonpege- n.oc, u.B., no-go0wp

2013 yac AeH mpatcgep-  pynkuuonasen
MaAHO u3x0g

KOPEKIIMS HA KOATYJIAIIMOHHMA TPOPUIT

Buramun K anTarounucr - CBBbP3aH KPbBOU3J/IUB

Bumamun K anmazonucmu (BKA) BkalouBawu, Bappapun
u auenokymapoa (Cunmpom), gelicmBam nocpegcmBom unxu-
Oupane Ha Bumamun K - 3aBucumume koazyaauuonnu ¢ak-
mopu B uepnus gpood ( pakmopu II, VII, IX, X, npomeunu C u
S) (38). Tsaxnama ynompeba yBeauuaBa gBotino pucka om
cnonmanen Bvmpemosbuen kpbvBousauB u e cBvp3ana ¢ Bo3-
HukBane na 12-14% om Bcuuku BMK (3,19). IToBuwenama 3a-
6oaeBaemocm u cMbpmHocm ce gbakam Hali-BepossmHo Ha
no-zoaeMus obem Ha kpbBousauBa, yBeauuenust puck om pasz-
wupsiBanemo my u O6post komopOugHocmu npu nayuenmume,
npueMawu anmukoaeyaanmua mepanust (16). BKA-cBbp3an
BMK, npu koumo cmotinocmume na INR ca noBuwenu, ce
mpemupa ¢ pazauuHu cbemaBku, kamo Bumamun K, npsicno
3ampasena naasma (I13IT), konuenmpam na npompom6uHoBusT
komnaeke (KIIK), pekomdunanmen akmuBupan ¢pakmop VIla
(p®VIla) u akmuBrocm, 3aobukaasiwa uaxubumopa Ha ¢ak-
mop VIII (DEMBA) (37). OcuoBuusim negocmambk Ha un-
mpaBeno3nomo npuaoxkenue na Bumamun K e mosu, ue
cmotinocmu Ha INR <1.4 ce nocmuzam go 24 yaca om npuao-
’kenuemo my, koemo 20 npaBu HegocmamwbuHO cpegecmBo
kamo monomepanust 3a oepanuvaBane na kpwBousauBa, moil
kamo yBeauuaBanemo my ce nabalogaBa B8 nbpBume yacoBe om
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Bv3nukBanemo my (16). ITpuaokenuemo na IT3IT usuckBa
Bpeme 3a pasmpassiBanemo M u ca HeobxoguMu 2oaeMu koau-
yecmBa 3a kopueupane Ha noBuwenume cmotinocmu Ha INR.
KIIK npegcmaBasBa unakmuBupan konuenmpam om ¢ak-
mopu II, IX, X u npomenauBo koauuecmBo om ¢pakmop VII,
kamo cbgbprkanuemo uau auncama my pasgeast KIIK kamo 3
u 4-pakmopen (9). KITK mozke 6bp30 ga ce nogeomBu 3a Bo8-
ekgane, neodbxogumu ca Maaku koauuecmBa u 6bp30 Bbacma-
HoBsiBa INR (37). Te3u cvobpazkenust npaBsm uznoa3Banemo
na KITK npegnoyumano npeg I13IT (9,16,20). p@VIIa 6bp30
HopMaausupa cmotlinocmume Ha INR npu BKA - cBvpzan
BMK, no ne Bv3zcmanoBsBa Bcuuku Bumamun K — 3aBucumu
¢$akmopu, kamo naii-Beposimno nHe Bv3cmanoBsBa odpasyBa-
Hemo Ha mpoMOuH moakoBa epukacno, koakomo KITK (20).
ToBa 20 npaBu nenpenopbuumeaen npu pymunnama kopekuust
Ha koaeyaauusima npu BKA - cBvp3an BMK (20).

M3non3Bane Ha TMPEKTHA MHXUOUTOPH HA TPOMOMHA

(maburaTpan)

Puckbm om kevpBene npu nauuenmu, uznoasBawu gaodu-
2ampan, kakmo u gpyeume gupekmnu nepopaanu anmukoazy-
AQHMU, € 3HauumeAHo no-Hucwvk B cpaBuenue ¢ usnoasBawume
BKA (16). ITopagu cpaBuumeano kpamkust cu noayzkuBom, us-
noaszBanemo na akmuBen Bvaaen ( 50 2p. ) e npenopbUUMEAHO,
npu npuem Ha Megukamenma B pamkume na gBa waca om kpwo-
BousauBa (16). M3noa3Banemo na akmuBen Bveaen mpsaodBa ga
€ Npu nayueHmu ¢ Hucbk puck om acnupauust uAu uHMyoOupaHu
¢ enmepaaeH gocmbn. Pazpabomeno e MOHOKAOHaAHO aHmMu-
msiao0 — idarucizumab (Praxbind®), koemo e anmugom na ga-
6ueampana. IlpocnekmuBno, koxopmuo npoyuBane na 90
nauueHmu cbe cepuoszno kbpBene, BcaegecmBue na ynompeda
Ha gabueampan nokasa, ue idarucizumab nanbaHo npegomBpa-
msiBa anmukoaeysanmuus epekm Ha gabueampana B npuem
om 5 M2 u.B., pasnpegeaen B gBe go3u, npu nayuenmu npueau
anmukoazyaanma npegu 3-5 uaca om noaykuBoma my uau ma-
kuBa ¢ 6bOpeuna negocmambuHocm, Bogewa go npogbaxku-
meaHa AekapcmBena ekcnosuuust, u3BoH pamkume na 3-5 uaca
noaykuBom (28). Ako idarucizumab He e Haauuen mozke ga ce
npuaozku 4-pakmopen KIIK (50 equnuuu/ke) uau akmuBupan
KIIK (16). Xemoguaauza mozke ga 6bge usnoa3Bana npu na-
yueHmu ¢ gadbuzampan-cBbp3an BMK u 6w0peuna negocma-
mbuHOCM npu HeepukacHocm HA Ocmanasume mepaneBmuynu
nogxogu (9).

3non3Bane Ha TUPeKTHU MHXUOMTOPH Ha dakTop Xa

Tpu megukamenma om masu 2pyna ce uznoa3Bam B kau-
HuuHama npakmuka - puBapokcaban, anukcadan u egokcaban.
Texnusm edpekm ce gbaku na npegomBpamsiBane na pakmop
Xa - 3aBucumomo npeBpbwane Ha npompomMouna 8 mpomoun
(16). ITpu npuem na megukamenma no-masko om 2 yaca om
HavaAHUME cuMnmomu ce npenopbuBa uznoa3Banemo Ha ak-
muBen Bveaen. Xemoguaauzama nsma cbwecmBen epekm npu
mo3u kaac Megukamenmu, 3aW0mo me ca CUAHO cBbp3aHu ¢
npomeunu (16). Hskoako npoyuBanusi nokasBam, ue npu us-
noazBanemo Ha 4-pakmopen KIIK, akmuBupan KIIK u
p®VIla npu nayuenmu ¢ Bompemosbuen kpwBousauB, npeg-
u3Bukan om mo3u kaac megukamenmu, ce nocmuza nogoopsi-
Bane B koazyaauuonnus npodua (10, 16, 27). Bwnpeku ue
gaHHume om npoyuBanusima He ca gocmambyuHu ga nogkpe-
nam epukacHocmma Ha HaAUYHUME XeMOocmamu4Hu cpegcmBa
npu me3u navueHmu, u3noazBanemo um e ymecmuo (16). ITo-
pagu no-godbpama kopeaauus ¢ koazyaauuonnume napamMempu
u no-nuckust puck om mpom6eM00AU3bM € pe30HHO u3noA3Ba-
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Hemo Ha 4-pakmpoen KITK u akmuBupan KITK npeg pDVIla
(16). Pazpabomen e npogykmbm Angekcanem aada (Andex-
anet alfa), kolimo e pekombunanmen, eenemu4Ho Moguduuu-
pan ¢akmop Xa, uzeybua npokoaeysauuonnust cu edpekm.
ITepBume npoyuBanust Ha mo3u anmugom nokasBam G6aazo-
npusimen npodua Ha epukacnocmma u 6e3onacHocm npu na-
uueHmu, uznoasBawu uaxubumopu na Xa (17,25). Ha panen
eman om npoyuBaHus e BewecmBomo Apunasun (Aripazine),
koemo e maaka cunmemuuna moaekyaa, pazpadomena kamo
anmugom 3a Bcuuku gupekmnu anmukoazyaanmu, nucko-mo-
aekyaen xenapun u Heppakuuonupan xenaput (8,18).

3nomn3BaHe Ha HepPaKIMOHNPAH XeNaPHH

ITpenopwpuumeana e kopekuust na koaeyaauusima npu na-
uuenmu, pazBuau BMK no Bpeme na undysus ¢ xenapun. Ipu
nauyuenmu, uznoasBawu npopusakmuuen nogkoken xenapun
ce npenopbuBa kopekuust na koaeyaauusima camo npu 3Haqu-
meAHO ygbakeno akmuBupano napuuaano mpombonaacmu-
HoBo Bpeme (aPTT) (9). MampaBenozono npuaokenue Ha
npomamut (1 M2 na Beeku 100 E xenapun ce npuaaea B nop-
Bume 2-3 uaca, makcumaana egqunuuna gosa 50 M2) ce uznoasBa
u ce noBmaps noaoBunama om nbpBoHauasHama gosa npu no-
Buweno aPTT caeg nocaegBawomo My uzcaegaBane (9).

3nom3BaHe Ha HICKOMOJIEKYJTHU XeNapuHU

Kopekuust na koazyaauusima ce npenopbuBa npu u3noa-
3Bane Ha mepaneBmuyHu, a He Ha npodurakmuunu gosu (16).
3a enokcnapun (Kaekcan) usnoasBan go 8 uaca npegu no-
siBama na kpnBouszauBa ce npenopbuBa npusazanemo Ha 1 m2
npomamuH Ha Beeku 1 me enokcnapun. Ako e npuaazan mekgy
8 u 12 vaca ce uznoa3Ba 0.5 m2 npomamun Ha Bceku 1 me
enokcnapun (16). 3a nagponapun (Qpakcunapun) ce npuaaea
no 1 m2 npomamu Ha Beeku 100 anmu-Xa eguHuuu Hagpona-
pun npu nocaeguume 3-5 noaykuBoma na aekapcmBomo ¢
Makcumaana eguokpamua gosa go 50 m2 npomamut (16). ITpu
konmpaungukauuu 3a usnoasBane na npomamun moxke ga ce
npuaaza pOVIla (90 mke/ke u.8.). II3I1, KIIK u akmuBupan
KIIK ne ce npenopbuBam (16).

3non3BaHe HA TPOMOOJIMTHUYHN AaT€HTH

IIpu nogo3upane uau nosiBa na Bvmpemosbuen kpwvBous-
AuB caeg mpom0Ooau3za ce npenopbuBa npeycmanoBsiBane na
mpomboAumuuHOmMo Aeuenue. V3noasBa ce kpuonpeuunumam
(10 egunuuu nbpBonauaana gosa) npu nauuenmu AekyBanu c
mpomboaumuyHu azenmu B pamkume na 24 u. (16). Kpuonpe-
uunumamsm e 6uoro2uuen npogykm noayuen om IT3II, co-
gupkaw, ¢pudbpunozen, pakmopu VIII, XIII, pubponekmun u
¢dakmopa na ¢on Buaebdpang. IIpu konmpaungukauuu uau
Aunca Ha kpuonpeuunumam ce u3znoa3Bam anmududpunoAu-
muyHu azenmu — mpanekcamoBa kuceauna (10-15 me/ke u.B.
Hag 20 mun.) u e-amunokanponoBa kuceauna (4-5 2p u.B.). Twoii
kamo e gokazano, ue nuckume HuBa Ha Qubpunozen
<150 m2/gA ce acouuupam c pazwupsiBane obema na kpnBo-
uzauBa (39), ako npu noBmopHomo uzmepBane na GpudpuHO-
2eHa ce ycmanoBsm makuBa, e ymecmHo nocaegBawo
u3noas3Bane na kpuonpeyunumam (16).

3nom3BaHe HAa AaHTHATPETAHTH

IIpoyuBanemo PATCH omkpu, ye npuaaeanemo Ha mpom-
Oouumna Maca npu nauuenmu, usnoasBaau anmuazpezanmu
npegu kpwvBousauBa ce acouuupa ¢ no-aowu pezyamamu B
cpaBuenue ¢ mesu, koumo ca aekyBanu koncepBamuBuo — 6e3
mpombouumna mpaucdysus (4). TakaBa moxke ga ce uznoasBa
npu naguenmu, pazBuau BMK B pesyamam na npuem na acnu-
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pun uau agenosun-gudpocdpam peuenmopuu (ADP) unxubu-
mopu u Ha koumo um npegcmou HeBpoxupypauuna unmepBen-
uust (9). M3BvpwBa ce uscaegBane Ha mpomOouumHama
¢ynkuust u ako msi e HOpMaAHa uAu nauueHmMa uMa gaHHu 3a
aHmumpoMOOyUMHa pe3ucmeHmHocm, mo mpancdysusma Ha
mpomMbouumu mpsi6Ba ga ce uzbsieBa (9). He ce npenopwuBa u
npu kpsBousauBu acoyuupanu ¢ npuem Ha HecmepougHu npo-
muBoBb3naaumeanu cpegecmBa u/uau 2aukonpomeun IIb/ITA
unxudumopu (16). de3monpecun (0.4 mam/ka u.B.) moxke ga ce
npuaoXku npu BMK acouuupan ¢ npuem na uukaookcuzenasznu
(COX) unxubumopu uau ADP unxudumopu (16).

[ToBeuemo om uumupanume npenopbku 3a aeueHue npu
ynompeba Ha anmuazpe2aHmu u aHmukoa2yAaHmu ca noco-
uenu B npenopvkume nHa Amepukanckama cbpgeuna acouua-
uust u Amepukanckama acouuayust 3a uncyamu (AHA/ASA) u
ca Ha 0a3zama no-ckopo Ha ¢papmakoaozuunume cBoticmBa na
npenopbyumeAaHume mMegukameHmu u odwume npuHyUNU 3a
A€YEHUE Ha XeMopaauu, a He Ha npoBegenu konmpoaHu pango-
Musupanu npoyuBanust (KPIT) npu BMK. [Topagu masu npu-
yuna B npenopvkume nHa EBponetlickama opzanusauusa 3a
udacyamu (ESO) ce nocouBa, ue npu aunca na KPIT ne moske
ga ce HanpaBu cuana npenopbka koako, koza u 3a kozo ga ce
HopMaausupa koaeyaauuonuus npodua u/uau cbcupBanemo
npu nayueHmu, koumo ca 6uau Ha anmukoazyaaHmua u/uau
aHmuazpezaHmia mepanusi npegu Bov3nukBanemo na BMK
(35). (maba. 3)

Taba. 3 O606wenu npenopwvku Ha Amepukanckama copgeuna acoyuauus/Amepu-
kanckama acoyuauus 3a uncyamu (AHA/ASA) om 2015 2oguna 3a kopekuyus Ha
koazyaonamuume (Hemphill et al., 2015)

Etnonorus na koarynonatusita Jleyenne

BKA u noBuwen INR

Bumawmun K - 3aBucumo ¢pakmopro
3amecmBane 3a kopekuust na INR u u.8.
Bumamun K. KIIK ca npegnouumanu npeg
TI3I1. pOVIla ne ce npenopbuba

KIIK, QEMBA uau pOVIla Mozam ga ce
u3n0A38am npu onpegeAeHu NayueHmu.
AkmuBen Bvesen Mozke ga ce usnoasBa ako
nocaegHama gosa e B3ema go 2-pus uac.
Xemoguaauza moxke ga ce uznoasBa 3a
gabueampan.

[Jlabueampan, puBapokcadat u
anukcaban

Xenapun [Tpomamun cyadam moke ga ce unoasBa

Anmuazpeaanmu Tpancdysusma Ha naasma e Hecuaypha

Texkvk geduyum na koaeyaa-  Tlogxogswu koaeyaauuontu gpakmopu uau
yuonHu ¢pakmopu uau mpombo- mpomOoyumuo 3amecmBane
uumoneHust

BKA - Bumawmun K anmazonucm; u.8. - unmpaBenosto; KITK - konuenmpam na
npompomOuroBus komnaeke; pOVIIa - pekomGunanmen akmuBupan pakmop
VIla; QENBA - akmuBrocm, 3a00ukaasiwa usxubumopa na dpakmop VIIL.

JledeHne Ha MO3BYHNSA OTOK U MOBUIIEHO

BbTpedepenHo Hajsrane (IIBH)

Mosbuen omok ce pa3BuBa B nbpBume nskoako gHu caeg
BMK u e egua om npuuunume 3a pa3Bumue na [IBH. Hsakoako
npoyuBanust nokazBam, ue yBeauuaBanemo na Mmo3bunust omok
B pamkume na 24-72 yaca om kpwsBousauBa e cBbp3ano c no-
Aowa npozHo3a B 90 gneBen nepuog (9). Ipu navuenmu ¢ 'KC
<8, kaunuunu gannu 3a mpancmenmopuaano BkaunsBane, 3na-
yumeAHno noBuwaBane Ha BbmpeuepenHomo HaAsizaHe UAU Xug-
pouedaaus ce npenopbuBa caegeHemo Ha HaAsieaHEMO
nocpegemBo napenxumtu uau Benmpukyanu yempoticmBa (20.
M3noa3Bam ce xunepocMoaaphu pusuoso2udnu pazmBopu u
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MaHumoa. Bonpeku moBa npoyuBanemo INTERACT 2 nokasza
OeszonacHocmma, HO U Auncama Ha nogooOpenue B usxoga Ha
3aboasBanemo caeg npuaokeHue Ha Manumoa (16). Ipyau me-
mogu 3a HamaasiBane Ha [IBH ca noBguzane na 2aaBama na
30°, xunepBenmuaauust u aeka cegauus (21). Kopmukocmepou-
gume e npenopbyumeAHo ga ce uzdseBam (21). Lumupanume
npenopbku ce ocnoBaBam Ha 6azama Ha pesyamamu om npo-
yuBanus u o6wu npuHUUNU 3a A€ueHUEe Ha mpaBMamuyuHu MO-
3bunu kpbBouzauBu. AuncBam gokazameacmBa om KPIT 3a
aevenue na IIBH npu nayuenmu cbe cnonmanen Bempemo3b-
yeH kpovBousauB.

KonTpon na TeMmnepatypaTta

IToBuwaBanemo na memnepamypama e uecma npu mesu
nauyuenmu, ocodeno npu kpwBousauBu ¢ npoduB B8 Benmpu-
kyanama cucmema kamo npu npogbakumeanocm =72 uaca ce
s1BsBa aow npoenocmuuen 6eaee u Moxke ga ce cBopke c yBe-
AuvaBane obema Ha kpwvBousauBa (9). Bonpeku moBa nsama go-
kazameacmBa, ue noggvpkanemo Ha HOpMaaHa memnepamypa
nogoOpsiBa usxoga om 3adoasBanemo (20). CvwecmByBam
nskou gokazameacmBa, ue mepaneBmuunomo oxaaxkgane Ha-
MaasiBa Mo3buHUst omok u Mozke ga ce npuaaza aeka xunomep-
must (20). ESO om6eas3Ba, ue auncBam gannu om KPIT, 3a ga
ce HanpaBu cuana npenopbka gaau, koza u 3a kozo ga ce u3-
noasBam npeBanmuBro megukamenmu uau ga ce 3anouHe
paHHO AeueHue Ha Bucokama memnepamypa npu nayuenmu ¢
ocmbp BMK (35).

KonTpoa Ha KpbBHATa 3axap

YcemanoBsiBane na xunepaaukemust npu npuema Ha nauu-
enm ¢ BMK e aow npoenocmuuen 6eaee, nezaBucumo gaau
6oaHUSIM cmpaga uau He om guabem (9). Egno npoyuBane ge-
MOHCmpupa, 4e npu noggbprkane Ha npuyeAHu cmoiinocmu Ha
2alokosa 4.44 — 6.1 mmoa/a upe3 uncyaunoBa undysusi, ce yBe-
AuvaBa pucka om xunozaukemust u om cmbpmuocm (20). Ipe-
nopwuBa ce npocaegsiBane na kpbBrama 3axap u uzbseBane na
xuno- u xunepaaukemsma (20).

KonTpon Ha enniienTHYHNTE I'bPYOBE

IlosiBama Ha enuaenmuyHu npucmbnu Npu navueHmu c
BMK e uecma u gocmuea go 16% B pamkume na nopBama ceg-
Muua om xocnumaausavusima (20). Aobapen BMK ¢ kopoBo
yuacmue e Haii-eoaemusim puckoB dakmop (9). Hsma sicha
Bpb3ka mekgy nosiBama na npucmbnu u HeBpoAOUYHUS U3X0g
u cmopmuocmma (9). Hstkoako npoyuBanust nokasaxa, ue npo-
¢dusakmukama ¢ anmuenuaenmuunu cpegcmBa yBeauuaBa
cMbpmuocmma u unBasugnocmma (20). Ymecmuo e aeue-
Huemo Ha kaunuuno nposiBenu npucmebnu u npu nagueHmu ¢
HamaAeHo HuBo Ha cb3HaHuemo npu koumo ce ycmanoBsBam
eaekmpoenuedasrozpadpcku gannu 3a npucmon (20). ESO om-
Oeas3Ba, ue auncBam gocmambuno gannu om KPII, koumo ga
HanpaBsm cuana npenopbka 3a moBa gaau npeBanmuBromo
aHMUENUAENMUYHO A€UEHUE ga ce u3noas3Ba npu nauueHmu ¢
BMK 3a npeBenuust na 2bpuoBe uau nogodpsiBane Ha uzxoga
om 3a6oasBanemo (35). Hsama gocmamwbuno gandu om KPIT
u 3a moBa kak, koea u 3a koeo ga ce uznoa3zBam anmuenuaen-
muunu Megukamenmu 3a namaasiBane pucka om enuaencust
caeg BMK (35).

ITpenopvkume 3a koampoa na meaecHama memnepamypa,
kpbBnama 3axap u 2bpuoBeme ce ocnoBaBam Ha pezyamamu
om npoyuBanus 3a ucxeMuuHu MO3buHU UHCyAmu. Hsima goc-
mambuHo gannu om KPIT 3a nayuenmu cbe cnonmanen BMK.
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TpomGemOommuHa NpoPpuIaKTHKA

ITauuenmume ¢ BMK ca ¢ noBuwen puck om pa3Bumue na
Benozen mpombemboau3bM B moBa yucao na mpomb03a Ha
gbaboku Benu u 6eaogpobden emboauzvm (20, 21). [IpenopbuBa
ce u3znoazBanemo na ycmpoticmBa 3a nepuoguuno nueBma-
muuno komnpecupane om nbpBust geH Ha xocnumaauszauusima
(20). M3noa3Banemo Ha Hucku go3u HuckomoaekyaeH uau Hed-
pakuuonupan xenapun Moxke ga ce ocbwecmBu caeg gokasa-
meacmBo 3a aunca Ha akmuBno kepBene npu nenogBuzknu
nauuenmu caeg 1 go 4-mu gen om xocnumaauzavusma (20).
ITpu nauuenmu ¢ kauHuuHu ganHu 3a mpom003a Ha gbaboku
Benu uau 6eaogpoden mpombeMO0Au3bM mpsidBa ga ce oueHu
cmabuanocmma Ha kpbBouszauBa, npuyunume 3a Bv3nukBa-
Hemo My u Bpememo om nosiBama My ¢ uea 3anouBanemo Ha
cucmemMHa anmukoazyranmua mepanus (9).

XINPYPTTYHO JIEYEHUE

JBe 2oaemu pangomusupanu, konmpoaupanu npoyuBanust
— STICH I u STICH II cpaBnuxa xupypeuunama eBakyauust Ha
kpvBouzauBa cnpsimo koncepBamuBromo aeuenue. Humo egno
om gBeme He nokaza cmamucmuuecku 3HauuMa NOA3a OmM pax-
HOMO XUPYP2UYHO ACUEHUE NpU NayueHmu CbC CynpameHmo-
puaaen kponBousauB, ocBen ako unmepBenuusima ne e
’)kuBomocnacsBawu npu 6vp30 BaowaBawu ce nauuenmu
(9,16). Anaauzbm Ha cydepyna om nayueHmu ¢ noBwpxaocmen
Aobapen kpbBousauB nokaza maska noaza B npexkuBse-
Mocmma, 6e3 3Hauumo nogodpenue Bu8 Ppynkuuonaanus uzxog
Ha 3a60as1Banemo (9).

HekomnpecuBna kpanuomomust moke ga namaau cmop-
mHocmma npu nayueHmu cbe cynpamenmopuasen kpoBous-
auB, koumo ca B koma, umam 2oasm kpwbBouzauB cbc
3HaYuUmMeAHO usmMecmBane Ha cpeguHHAma AUHUS UAU UMam
I1BH, nenoBausBawo ce om megukamenmu (20). Cnewna xu-
pypeudna unmepBenuust e cmpo2o npenopbUUMEAHa npu na-
uuenmu ¢ wmaakomoszbuen kpwvBouzauB, koumo umam
BaowaBane B neBpoaozuunus cmamyc u/uau cmBoaoBa kom-
npecus u/uau xugpouedaaust nopagu oocmpykyuust Ha Benmpu-
kyanama cucmema (20).

B npakmukama Bce noBeue naBauza uznoa3Banemo na mu-
HUMaAHO uHBa3uBhnu mexnuku 3a eBakyauust Ha xemamowma,
BkalouBawu obuknoBena acnupauus, engockoncko npemax-
Bane u MexaHu4Ha acnupauus ¢ uau 6e3 npuaokeHue Ha mpom-
6oaumuuen aeenm. IIpouyBanemo MISTIE II nokasa
nogobpenue B omoka okoao kpwvBousauBa B epynama, npu
kostmo e u3noa3Bana munuunBazuBua xupypaus cnpssMo kon-
cepBamuBno aekyBanume nauuenmu (37). ITbpBonauasnume
pesyamamu om npoyuBanemo MISTIE III, koemo owe He e
npukalouuao, nokazBa nogodpenue npu nayuenmume ¢ BMK,
aekyBanu upe3 munuunBazuBua xupypaust ¢ npusoXkenue Ha
mpoMOoAUmMUYEeH azeHm, cnpsiMo me3u aekyBanu koncepBa-
muBuo (37).

MumpaBenmpukyanusm kpwBousauB ce cpewa npu okoao
45% om nauuenmume ¢ BMK u e Aow npoeHocmuuen Geaee
(37). Cnewnomo nocmaBsine Ha BvHwen Benmpukyaen gpen
3a u3mepBane u Aedenue Ha noBuwenomo BrmpeuepenHo Ha-
Af2aHE U gpeHupaHe Ha uepedpocnuHaAHama mevyHocm u
kpbBma B68 Benmpukyaume npu naguenmu ¢ BMK, ¢ nonu-
keno nHuBo Ha cb3naHuemo uau xugpouedaaus moxke ga e ku-
BomocnacsiBawo (37). Hskoako npoyuBanusi nokazBam
npoMenauBu pesyamamu npu npuaokenuemo Ha pekomOunan-
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meH mbkaneH naazmunozeHoB akmuBamop (rt-PA) BB Ben-
mpukyaume npu unmpaBenmpukyaen kpvBousauB (37). ITpo-
yuBanemo CLEAR III ouensiBa moBa npuaoxkenue, Ho owe
HsiMa pesyamamu om moBa uscaegBane (20). Hacmosiwume
npenopbku pazeaekgam 6e3onacHocmma u epukacnocmma Ha
mo3u Memog kamo necuzypHu, Bbnpeku ue pesyamamume om
CLEAR III moeam ga gagam noBeue sichoma Bbpxy npuaozke-
Hue Ha rt-PA B8 Benmpukyaume npu nayuenmu ¢ unmpaBen-
mpukyana xemopazus (20).

HEBPOPEXABM/INTALINSA

Bonpeku e no-masko om egna mpema om nayuenmume ¢
BMK nocmueam gwvazozoguwna ¢ynkuuonaana neszaBucu-
Mocm, € gokaszaHo, ue me3u nayuenmu ce Bvb3cmanoBsBaBam
no-godpe u no-6bp30 OM me3u, NpembpneAl UCXeMu4ueH Mo-
3bueH uncyam (37). Pexabuaumauusima ce npenopbuBa ga 3a-
noune koakomo ce moke no-pano npu npekuBeaume BMK
nauuenmu (20).

ITopagu Bucokama cMmbpmuocm u mexkkama unBaaugusa-
uus ce npenopbuBa nauueHmume CbC CnOHMaHeH BrmpemMosnb-
yeH kpvBousauB ga ce npuemam B cneuuasusupanu omgeaeHust
3a uncyamu, kbgemo Myamugucuunaunapen ekun moke ga
nogobpu uzxoga om 3aboasaBanemo. IIpogbakaBane na npo-
yuBanusma 3a npeBenuus u epekmuBrocm na mepanusima cu
ocmaBa ocHoBHa 3agaua 3a HamaasiBane Ha uecmomama Ha 3a-
6oasiBanemo u nogodpsiBane na pynkuuonaanume pesyamamu.
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ABSTRACT

Aim: The aim of the study was to compare the values of the
components of pattern electroretinography (PERG) and visual
evoked potentials (PVEPs) in patients with newly-diagnosed di-
abetes mellitus (PID) without diabetic retinopathy according to
the presence of diabetic neuropathy, diagnosed electromiograph-
icaly.

Material and methods: A group of 135 newly-diagnosed di-
abetic patients (270 eyes), were studied, with mean age 51+13,72
2., 57 males and 78 females. Patients with DM type 1 were 55
and with type 2 DM - 80. The patients did not have diabetic
retinopathy. Two types of objective electrophysiological (EF)

methods were performed - PERG and binocular PVEPs. The
main indicators that were considered in the results analysis were
the latency, amplitudes and amplitude ratios, reflecting the con-
figuration of the wave forms. Electromyography of the periph-
eral nerves was performed to all patients.

Results: The comparative analysis in newly-diagnosed dia-
betic patients without diabetic retinopathy, according to the
presence of diabetic neuropathy demonstrated that the latency
components of PVEPs in those with DN are longer than those
who did not have DN.

Conclusion: EF studies are an objective method for exam-
ination of changes in the visual analyzer function as a DM com-
plication. The severity of their alterations correlates with the
changes in peripheral nerve conduction, which proves the neu-
rodegenerative changes that occur in the visual analyzer in DM
before any visible changes in the retina.

KEY WORDS: Pattern electroretinography, visual evoked
potentials, Diabetes mellitus, diabetic neuropathy

PE3IOME

Ien: leama na npoyuBanemo e ga ce nanpaBu cono-
cmaBka mezkgy nokazameAaume Ha namepaume eaekmpopemu-
Hoepadust (ITEPT') u 3pumeanu npegu3Bukanu nomenyuasu
(IT3EIT) npu 60anu ¢ nHoBoomkpum 3axapen guabem (3]1) 6e3
guabemna pemunonamus (IP) cnopeg Haauuuemo Ha gua-
6emna neBponamus (JH), guaenocmuyupana eaekmpomuo-
2padeku.
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Marepuan u meronu: V3caegBan e konmunzenm om 34
HoBoomkpumu guabemno 6oanu (68 ouu) Ha cp. Bv3pacm
41,56+13,96 2. Om msix 14 mbzke u 20 )kenu. C mun 1 3/1 ca 18
60anu, a ¢ mun 2 31 -16 60anu. C guaenocmuyupana JIH ca
19 6oanu, a 6e3 IH ca 15 60anu. I[Tauuenmume ca 6e3 npu-
3nauu na JP. V3Bvpwenu ca gBa Buga obekmuBuu eaekmpo-
¢usuosozuunu (EQ) uzcaegBanust Ha 3pumeaHus aHaAuzamop
— IIEPT u II3EII. OcnoBrume nokazameau, koumo ca omue-
MEHU Npu aHaAu3a Ha pesyamamume ca AameHmHu Bpemena,
aMnAumMygu u aMNAUMygHu CbOMHOWeHust, ompassiBawu ce Ha
kondueypayusima na BvanoBume ¢popmu. Ha Bcuuku nauu-
enmu e u3Bvpwena u eackmpomuozpadus Ha nepudepHu
HepBu.

Pesyarartu: I1pu cpaBuenue mexkgy noBoomkpumume gua-
6emuuu 6e3 JIP, ¢ gokasana JTH u 6e3 JIH - aamenmuume Bpe-
Mmena Ha [I3EIT npu me3u ¢ [TH ca no-ygobakenu, B cpaBuenue
¢ me3u, koumo namam JTH.

3akmouenne: EQ uscaegBanus ca odbekmuBen memog 3a
uzcaegBane Ha Hacmbnuau usMenenus BvB gpynkuusima na 3pu-
meaHus anaauzamop (3A) kamo ycaokuenue na 3[I. Te-
’kecmma Ha mexHume usMmeHeHust kopeaupa ¢ npomenume B8
npoBogumocmma Ha nepudepnume nepBu, koemo gokasBa
HeBpogezenepamuBrume npoMenu, koumo nacmbnBam 8 3pu-
meAHusT anaauzamop npu 3/ npegu Haauuuemo Ha Bugumu
npomeHu B pemunama.

KITIOYOBM TYMM: namepna eaekmpopemunozpadus,
3pumeanu eBokupaHu nomeHuuaau, 3axapeH guabem, gua-
Oemna nHeBponamus

BbBEJEHVE

3axapHusam guadem, Hapeg CbC CbpgeuHo-cbgoBume u oH-
koaoeuunume 3a60asBanust, Bauza B mpuagama ,,60aecmu Ha
Beka”, 3acsieawu MuAuoOHu Xopa no cBema.

Cnopeg C30 kbm 2014 2. nati-maako 422 muauona gywu
no cBema (8,5% om Bw3pacmHomo HaceaeHue) cmpagam om
311 u ce ouakBa mo3su Opoti ga ce yBeauuaBa. ITonacmostwem
B Bovacapust uma okoao 500 xua. gywu ¢ moBa 3ab6oasiBane, om
koumo 9,6% ca ¢ mun 1 3]1 u okoao 90,4% c¢ mun 2 31 [1].

Cnopeg nocaegnomo onpegeaenue na Mexkgynapognus
ekenepmen komumem 3axapuusim guabem (3/]) e 2pyna om
MemadoAaumuu 3aboasBanus, xapakmepusupawu ce ¢ xunep-
aaukemust, kosimo e pesyamam Ha HapyweHa uncyAaunoBa cek-
peuust, Hapyweno uncyaunoBo geticmBue uau na gBeme 3aegno
[9].

M gokamo ocmpume ycaoknenust va 3 npomuuam gpa-
MamuyHo U He Mo2am ga 6bgam nponycHamu, mo kbcHume
Mozam ga goBegam go cepuo3nu nocaeguuu, egna om koumo
€ caenomama. Y Hac € npuemo 3a 3acsieaHe Ha 3peHuemo om
311 ga 20Bopum moezaBa, kozamo ycmanoBum opmaamockon-
cku uau anzauodayopoepadcku Bugumu npomenu B ounume
gbHa m. Hap. guabemHa pemunonamusi ([IP). Ts e nposiBa na
mukpoanzuonamust. Ho ako no2aeguem ¢pynkuuonasno pemu-
nama e Backyaapusupana neBponasna mokan. OcBen moBa 3a
Bb3npuemane Ha 3pumeaeH 00pa3 € HeoOXoguMo npaBuano
¢dynkuuonupaHne Ha ueAust 3pumeAeH nbm go Mo3buHama kopa.
ToBa e u ocnoBanuemo cbBpemennomo cxBawane 3a pemuHo-
namusima ga BkalouBa pemunaana neBpogezenepauust u Muk-
poBackyaapHu ycaoknenust [2].
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PazBumuemo na meguuunckama nayka u mexsnoaoauume
Bogu go BuegpsiBanemo na noBu, Bce no-ycvBbmuwencmBanu
Memogu 3a paHHa guaznocmuka na 3a0oasBanusima. ToBa om
cBost cmpana Hu gaBa Bv3moknocm 3a cBoeBpemenno 3anou-
Hamo Aevenue u npopusakmuka na ycaoknenusima. Muozo
npoyuBanust gokasBam poasima Ha eaekmpoduszuoroauunume
(ED) memogu 3a pannomo omkpuBane u npocaegsBane 8 gu-
Hamuka na gpynkuuonaanume npomenu B 3pumeaHnust anaausa-
mop (3A) npu guabemno 60AHu. 3a obekmuBHo uscaegBane na
¢ynkuusima na 3A ce uznoa3Bam - eackmpopemunoezpadusima
(EPT") u 3pumeanume eBokupanu nomenyuaau (3EIT). EPT ce
u3noa3Ba 3a guaenocmuka u npocaegsiBane Ha peguua 3a00As-
Banust na pemunama, a 3EIT 3aBucsim om ¢gynkuyuonasnama
UsIAOCI HA UEAUS 3pUMEACH N'bM OM pemuHama, npe3 OuHust
HepB, 3pumeanust mpakm, onmuuHama paguayust go 3pumea-
Hama kopa. [5].

Ilex: Lleama Ha npoyuBanemo e ga ce nanpaBu cono-
cmaBka mekgy nokazameaume na namepnume eaekmpopemu-
nozpadust (ITEPT") u 3pumeanu npeguzBukanu nomenyuaau
(IT3EIT) npu 6oanu ¢ HoBoomkpum 3axapen guabem (3]1) 6e3
P cnopeg Haauduemo Ha guabemua HeBponamusi, gua2Ho-
cmuyupana eackmpomuozpadeku.

Marepuan n meroauka: I3caegBan e konmunzenm om 34
HoBoomkpumu guabemno 6oanu (68 ouu) Ha cp. Bv3pacm
41,56%£13,96 2. Om msix 14 muke u 20 skenu. C mun 1 3] ca 18
60anu, a ¢ mun 2 31 -16 6oanu. C guaznocmuuupana JIH ca
19 60anu, a 6e3 JIH ca 15 6oanu. ITauuenmume ca 6e3 npu-
3nauu Ha IIP. M3B8bpwenu ca gBa Buga obekmuBuu eackmpo-
¢usuoaceuunu (EQ) uscaegBanus - TIEPT u TI3EIL
OcnoBrnume nokazameau, koumo ca omuemeHu npu aHaausa
Ha pesyamamume ca aamenmuu Bpemena AB), amnaumygu
(A) u amnaumygnu ceomuowenust (AC), ompazsBawu ce Ha
kondueypauusima na BvanoBume dpopmu.

Boanume ca uzcaegBanu kaunuuno upe3 nbaeH opmaamo-
Aoz2uuen npeaaeg, eackmpodusuosoauuno upes ITEPI u IT3EIT
u eackmpomuozpadcku.

BxarouBamm kpurtepun: [Tayuenmu ¢ nHoBoomkpum 371
mun 1 u mun 2 6e3 naauuue Ha J1P, ¢ uau 6e3 ycmanoBena
eaekmpomuozpadcku JTH.

M3kmouBamy Kpurepun ca: Haauuue na 2aaykoma, ce-
HuaHa MakyaHa ge2enepauusi, HanpegHaaa kamapakma, cbgoBu
3a004s1B8anust Ha ouume, npekapan HeBpum Ha 3pumeaHust
HepB, ambauonust, MuokecmBena ckaeposa, [TapkunconoBa 60-
A€Cm, enuAENcusi, geMEeHUUs], MO3b4HU MyMOpPHU 3a00As18anusl.

MeTouka Ha eJIeKTPOPU3MOJOTMYHUTE U3CIIeBAHUS:

Bcuuku uzcaegBanus na ITEPT u IT3EII ca uzBbpwenu B
cneyuaano odbopygBana eaekmpoguzuosozuuna aabopamopust
(3ambMuena u 38ykoBo uzoaupana) 3a uscaegBanusima e us-
noa3Ban cmangapmusupan yemupukanaaen anapam ,,Neuro-
MEP 4” na ¢upmama Neurosoft. J3caegBanusma ca
u3Bbpwenu ¢ mpukanaaen monmazk ¢ anapamuu nacmpotiku,
cbobpazenu ¢ nocaegnume nybaukyBanu cmangapmu Ha
ISCEV 3a IIEPT om 2013 2. u II13EIT om 2010 2. [3, 7] (¢ue.1).
M3noasBasu cme cmumyAupawo noae om 15° 3a uenmpaana
cmumyaauust u cmumyaupawo noae om 30° 3a no-nepudepna
cmumyAauusl.

OcnoBrume nokazameau, koumo ca omuemenu npu ana-
auza Ha ITEPT u II3EIl B nacmosiwama paboma, ca Aa-
meHmHu Bpemena, aMmnaumygu u aMnAuUmygHu CbOMHOWeHus,
ompazsaBawu ce na konpueypauusima na BvanoBume popmu.
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IIPHHTHp aHe
apxm?upane

AIII
H
YCHIBATEI

KOMIIIOTHP

TPHT epHpaHe

(Que 1. Baok-cxema Ha Memogume Ha cmumyaauust, omBekgane u yepegnsBane

MeTtonuka Ha Tpan3uTopHu peBep3udnianu IIEPT:

M3caegBanemo e Gunokyasipno. AkmuBrusim eaekmpog e
nocmaBen B konmakm c 6yada, caeg aokaana monukaana ane-
cmesus. Pepepenmuusim eackmpog e nocmaBen na yxomo, a
3a3eMsBawuam - Ha gsacnama kumka. I'enepupanusam cuenaa
npeMunaBa npe3 cmangapmusupan ycuaBamea, gueumaausupa
ce u ce 3anucBa. HanpaBenu ca naii-maako gBa 3anuca om
Bceku cmumya, 3a ga ce nomBbpgu penpogykmuBrocmma Ha
noayuenume kpuBu. Ilpu anaausz na pesyamamume ca omuu-
maHu Aamenmuume Bpemena na N35 u P50 u N95, amnaumy-
gume U aMnAumygHume uM cbomuoweHus (¢pua.2).

Metonuka Ha peBep3uduanu II3EIL:

M3caegBanemo na I13EII ce uzBvpwBa monokyaapno. Ak-
muBuume eaekmpogu ca nocmaBenu Bvpxy ckasna na cman-
gapmHu mecma B 3aBucumocm om pa3mepa Ha 2aaBama,
cbaaacHo Mekgynapognama cucmema 10/20 - nag 3pumea-
Hama kopa na Oz (cpegnookuunumaano ¢ukcupane (okoao
3cm Hag inion-a) u gBa cmpanuunu okyunumaasnu eaekmpoga,
nocmaBeHu XOpu30HMaAHO Ha egHa AuHusg Ha 3 cM BgscHo u

P50
N

s
¥

N35

(Que. 2. Komnonenmu na [TEPT

BasBo om Oz (na okoao 5% om Oz ) — O1 u O2, pedpepenmen
eaekmpog Ha Fz cpegnopponmaanno (na okoao 12 cm nag na-
sion-a). 3azemsaBawusim eaekmpog e aenmoBugen, nocmaBen
Ha gscHama kumka. (¢ue. 1) [Tpu anaaus na pesyamamume ca
omuumanu aamenmuume Bpemena na P50, N75 u P100, N145
u P200. M3mepenu ca u amnaumygume u amMnaumygHume
CcbOmHOWeEHUsT Ha me3u komnonenmu (pue.3).

Pesynratu: V38bpuiuxme cpaBHumeaen anaaus Ha noka-
3ameaume Ha komnonenmume na EQ uscaegBanus na nauu-
enmume ¢ HoBoomkpum 31 cnopeg Haauuuemo nHa JIH.

CpaBrumeanusim anaau3 Ha HoBoomkpumume guabemuuu
¢ u 6e3 JIH no nokazameaume na IIEPI" noka3sa, ye Hsama cue-
Hupukanmna pazauka.

CpaBrnumeanusm anaau3 Ha HoBoomkpumume guabemuuu
c u 6e3 JIH no nokazameaume na IT3EIT nokasa, ue npu AB
cueHudukanmna pazauka uma npu komnonenm N75 npu 15°
npu Becuuku omBekganus, ¢ uskalouenue na nekpbecmocanume
nemuwa (MIICH) na aaBo oko (AO), a npu 30° npu UTICU
u kpecmocanume nemuwa (KPOC) na gsicno oko (JO). ITpu
komnonenm P100 cmamucmuvecku 3nauuma pazauka uma npu
15° npu 1O - UITICH u caaumaano omBezkganust. ITpu P100 ce
ycmanoBsBa pasauka npu 30° npu MITICU u KPOC na AO. ITa-

T T T T T T

0 100 200 300ms

(ue. 3. Komnonenmu na T13EIT
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Taba. 1. CpaBrumeaen anaau3 Ha nokasameaume na AB na IT3EIT npu 15° cnopeg naauuuemo na 1H
be3 [IH(n=15) CIH (n=19) P
OmBekgane Komnonernm Cmp. cmum Cmumya X SD X D
01-Fz N75 AqB 15° 84,41 4,76 87,09 6,07 0,173
P100 110,73 5,68 112,22 781 0,543
Oz-Fz N75 AqB 15° 85,26 4,09 89,56 586 0,025
P100 111,64 6,25 114,44 7,53 0,271
02-Fz N75 AqB 15° 84,71 541 89,65 5,90 0,020
P100 110,80 784 112,44 6,58 0,517
O1-Fz N75 geceH 15° 84,28 7,08 91,50 7,12 0,011
P100 109,92 7,76 114,82 6,03 0,054
Oz-Fz N75 gecen 15° 85,51 6,064 91,76 6,80 0,011
P100 109,77 525 11431 275 0,009
02-Fz N75 geceH 15° 85,97 6,60 90,97 7,61 0,033
P100 111,07 8,82 114,06 515 0,040
Ta0a. 2. CpaBrumeaen anaau3 Ha nokasameaume na AB na IT3EIT npu 30° cnopeg naauuuemo na JIH
Bes TH(n=15) CJIH (n=19) P
OmBexkgane Komnonerm Cmp. cmum Cmumya X SD X D
O1-Fz N75 AqB 300 71,53 6,05 82,80 522 0,038
P200 226,93 14,68 214,26 19,58 0,045
Oz-Fz N75 AqB 300 8,57 6,49 81,55 4,53 0,130
P200 226,13 15,19 215,89 20,22 0,113
02-Fz N75 A8 300 77,10 7,70 81,37 4,98 0,059
P200 230,13 18,65 217,11 17,46 0,044
O1-Fz N75 gecen 300 76,15 10,35 83,37 4,85 0,006
P200 223,60 16,37 21942 19,01 0,504
Oz-Fz N75 gecen 30° 80,20 5,03 82,83 4,18 0,059
P200 22293 18,85 215,68 18,24 0,265
02-Fz N75 gecen 30° 74,63 10,74 81,46 423 0,033
P200 229,67 17,82 218,00 15,67 0,051

uuenmume ¢ JJH umam cuenupukanmuo no-Bucoka cpegna
cmotiinocm npu Aamenmuume nokaszameau, 8 cpaBrenue ¢ Ho-
Boomkpumume guademuuu 6e3 JTH. (mab6a. 1 u 2).

JHBeme uzcaegBanu 2pynu He ce pa3zauvaBam cmamucmu-
yecku gocmoBepno no ocmanaaume nokazameau — A u AC.

Ob6o6wenue: Ilpu cpaBuenue mexkgu noBoomkpumume
guabemuuu 6e3 JTP ¢ gokaszana JTH u 6e3 JTH - AB na I13EIT
npu me3u ¢ JIH ca no-ygvakenu, B cpaBuenue ¢ me3u, koumo
nssmam JTH. ToBa e B nogkpena Ha nawama xunomesa 3a Ha-
cmbnuaume HeBpogezenepamuyHu npoMenu, 3acseawu kakmo
nepupepunume HepBu, maka u 3pumeaHus HepB. B go-
cmbnhHama Aumepamypa uma npomuBopeuuBu pesyamamu
omHocHO kopeaauussma meXkgy 3acsieanemo Ha nepudpepHama
u uenmpaana HepBra npoBogumocm. Heravian J u koaekmuB
(2012) ycmanoBsBam, ue 3acsizanemo na 3EIT kopeaupa cbe
3acsizanemo Ha nepudepnume nepBu. U gpyeu aBmopu cmu-
2am go cbwomo 3akalouenue npu 3EIT [4, 8]. dpyau uscaego-
Bameau uspazsBam npomuBonoroknomo muenue, e
npomMenume 8 npoBogumocmma Ha 3pumeanust HepB ne kope-

Aaupam ¢ npoBogumocmma Ha nepudpepnume HepBu [11]. Cno-
peg msax yBpegama Ha nepudepHume HepBu € N0 MeXaHu3bM,
pasAuYEH Om mMo3u Ha YEPENHOMO3bUYHUME.

3akalouenue:

E® uscaegBanus ca obekmuBen Memog 3a uscaegBane na
HacmbNUAU u3MeHenus Bu8 dpynkuusma na 3pumeanust anaau-
3amop (3A) kamo ycaoxknenue na 3]1. Teskecmma na mex-
Hume u3menenus kopeaupa ¢ npomenume 8 npoBogumocmma
Ha nepudepnume HepBu, koemo gokazBa neBpogezenepamuB-
Hume npomenu, koumo nacmonBam B 3pumeanust anaauzamop
npu 3]1 npegu Haauuuemo Ha Bugumu npomMenu B pemunama.
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ABSTRACT

PURPOSE: The aim of the study was to explore objectively
the function of the visual analyzer by performing pattern visual
evoked potentials (PVEPs) in patients with newly-diagnosed di-
abetes mellitus (DM) without visible diabetic retinopathy (DR).

MATERIAL AND METHODS: A group of 81 people (162
eyes) was studied. Healthy controls — 47 (94 eyes). The patients
with DM were 34 (68 eyes). Monocular PVEPs was performed.
The main variables that were considered in the results analysis
were the latency and amplitudes, reflecting the configuration of
the wave forms.

RESULTS: The comparative analysis of the components of
PVEPs between patients with newly-diagnosed DM and controls

demonstrated significant differences. PVEPs had statically sig-
nificant prolonged latencies of all components except N145 in
the diabetic group. A statistically significant reduction in N75-
P100 amplitudes was observed in patients with diabetes.

CONCLUSION: PVEPs could be used as an objective
method for registration of early changes in the visual analyzer’s
function as a complication of DM. Also, to monitor changes in
dynamics as they are non-invasive, harmless, faster, and cheaper
than fluorescein angiography (FA), OCT and angio-OCT.

KEY WORDS: Diabetes mellitus, Pattern visual evoked po-
tentials

PE3IOME

IEJI: Ileama na npoyuBanemo e ga ce uscaegBa o0e-
kmuBno ¢ynkuusma na 3pumeAHUs aHaAU3amMop upe3 us-
BvopwBane Ha namephu 3pumeanu npeguzBukanu nomenyuaau
(IT3EII) npu 60aHu ¢ HOBoomkpum 3axapen guadbem (3]1) 6e3
gaHHu 3a guabemna pemunonamust (IP).

MATEPUAJI M METOJIM: V3caegBanu ca 81 yoBeka, 162
ouu, om koumo 47 3gpaBu auua (konmpoau) — 94 ouu. ITauu-
enmume cbe 3]1 ca 34 - 68 ouu. V3Bbpweno e MOHOKyAspHO
uscaegBane na II3EII. OcnoBrnume nokasameau, koumo ca
OmuemeHu Npu aHaAU3a Ha pe3yAmamume ca AameHmHu Bpe-
MEeHa U aMnaumygu, ompassBawu ce Ha konduzypauusama na
BbanoBume ¢opmu.

PE3YJITATH: Ilpu cpaBrumeAHust aHaau3 Ha CmOUHO-
cmume Ha komnonenmume na I13EIT meXkgy 60anu ¢ noBo-
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omkpum 3/1 u konmpoau, ce ycmanoBuxa 3HauumeAHu pazau-
yust. [T3EIT ca cbe cmamuuecku 3HauuMo ygbakenu aamenm-
nocmu Ha Bcuuku komnonenmu, ¢ uskalouenue na komnonenm
N145, npu epynama Ha guabemuuume. [Ipu amnaumygnume ce
ycmanoBsBa cmamucmuyecko 3nauuMo namaasiBane na cmoti-
nocmume Ha N75-P100 npu noumu Bcuuku omBekganust npu
geabemHo GoAHUME.

SAKTIOYEHMUE: IT3EIT 6uxa Mo2au ga ce uznoa3Bam
kamo panen obekmuBen Memog 3a Hacmbnuau usmenenust BuB8
¢$ynkuusima na 3pumeanust anaauzamop (3A) kamo ycaokne-
nue Ha 3]1. Cowo maka u 3a npocaegaBane na npomenume 8
gunamuka, mbii kamo ca neunBasuBnu, 6e38pegnu, no-0vp3u,
noBmopsiemu u odekmuBnu, no-eBmunu 8 cpaBuenue ¢ payo-
pecueunoBama anzuozpadpust (DA), onmunama koxepenmua
momoepadus (OCT) u anauo-OCT.

KIIIOYOBU JAYMM: 3axapen guaGem, namepHu 3pu-
meAHu eBokupanu nomenuuaau

BBBE/IEHUE

Cnopeg nocaegnomo onpegeaenue Ha MexkgynapogHust
ekcnepmen komumem 3axapuusim guabem (3/]) e 2pyna om
MemadoAumnu 3aboasBanus, xapakmepusupawu ce ¢ xunep-
2aukeMust, kosimo e pesyamam Ha HapyweHa uncyaunoBa cek-
peuust, HapyweHo uncyaunoBo geticmBue uau na gBeme 3aegno
[11].

Cnopeg C30 kbm 2014 2. naii-maako 422 muauona gywu
no cBema (8,5% om Bwv3pacmHomo HaceaeHue) cmpagam om
311 u ce ouakBa mo3u Opoii ga ce yBeauuaBa. [Tonacmosiuem B
Bovacapus uma okoao 500 xua. gywu ¢ moBa 3aboasiBane, om
koumo 9,6% ca ¢ mun 1 31 u okoao 90,4% c mun 2 3/ [1].

¥ nac e npuemo 3a 3acsieane Ha 3peHuemo om 3/] ga 2oBo-
pum moezaBa, koezamo ycmanoBum opmaamockoncku uau an-
auodayopozpadeku Bugumu npomenu 8 ouHume gbHa m. Hap.
guabemna pemunonamus ([IP). Ts e nposiBa na Mukpoanauo-
namusi. Ho ako nozaeguem ¢ynkuuonaano pemunama e
Backyaapusupana neBponasna mbkan. OcBen moBa 3a
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Bv3npuemane Ha 3pumeaeH 00pa3 e HeoOxoguMo npaBuaHo
¢dynkuuonupane Ha ueaust 3pumeaeH nbm go Mo3buHama kopa.
CovBpemennomo cxBawane 3a pemunonamusima € pemuHaAHa
HeBpogeaenepauust u MmukpoBackyaapHu ycaoknenust [2].

PasBumuemo na meguuunckama Hayka u mexsHoaozuume
Bogu go BuegpsiBanemo na noBu, Bce no-ycvBbmuwencmBanu
Memogu 3a paHHa guaznocmuka na 3a0oasBanusima. ToBa om
cBost cmpana Hu gaBa Bv3moknocm 3a cBoeBpemenno 3anou-
Hamo AeveHue u npopurakmuka na ycaoknenusma. Muozo
npoyuBanust gokazBam poasima Ha eaekmpodusuoso2ugnume
(ED) memogu 3a pannomo omkpuBane u npocaegsiBane 8 gu-
Hamuka Ha pynkuuonaanume npomenu B 3pumeanust anaau3sa-
mop (3A) npu guabemno 6oanu. Equn om mMemogume 3a
00ekmuBno uscaegBane na pynkuusima na 3A ca 3pumesnume
eBokupanu nomenuuaau. Te ce uznoazBam 3a guaenocmuka u
npocaegsBane Ha peguua 3a60AsBaHus om pemuHama go 3pu-
meanama kopa u 3aBucam om ¢ynkuyuonaanama usgaocm Ha
UEAUST 3pumeAeH Nbm om pemuHama, npe3 ouHust HepB, 3pu-
meaHust mpakm, onmuyHama paguauust go 3pumeanama kopa.
9]

IMes: Ileama na Hawemo npoyuBane e ga ce uscaegBa obe-
kmuBno ¢ynkuusma Ha 3pumeAHUs aHAAU3AmMOp upe3 na-
mepHu 3pumeAHu npegusBukanu nomeHnuuaau npu 60AHU €
HoBoomkpum 3J1 6e3 gannu 3a J1P.

Marepuan u MeTognKa: 3a ueaume Ha npoyuBanemo e uz-
caegBan konmuneenm om 81 uoBeka, 162 ouu, om koumo 47
3gpaBu auua (konmpoau) — 94 ouu. ITayuenmume cve 3]1 ca
34 - 68 ouu.

Konmpoaume ca 3gpaBu unguBugu ¢ HopmaAaHa 3pumeana
ocmpoma u 0e3 HaAuuue Ha u3BecmHo O4UHO UAU HEBPOAOUUHO
3aboasiBane, kakmo u gpyeo cucmemno 3a6oasBane. Konmpoa-
Hama 2pyna e cbe cpegHa Bv3pacm 38,57+12,37 2. I'pynama ¢
HoBoomkpum 3]I ce cbecmou om 34 uoBeka cbc cpegna
Bb3pacm 41,56+13,96 2. B epynama 18 60aHu ca cbe 311 mun u
16 — ¢ mun 2 3]1. 3a noBoomkpum npuemame 3/1, guaznocmu-
uupaH npe3 nocaegHama egna 2oguna. Bcuuku guademuuu ca
6e3 Bugumu gannu 3a JIP ¢ HopMaana 3pumeAana ocmpoma.

NpHHTHpaHe
apxm?upane
X0 1) Oz &
AL KOMIIIOpr
. 1l ,
HOn YCHIIBATEN
TpUT epHpaHe

(Que 1. Baok-cxema Ha Memogume Ha cmumyaauusi, omBekgane u ycpegnsiBane
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Boanume ca uscaegBanu kaunuuno upe3 nbaen odpmasmMo-
AO2uueH npezaeg, eackmpoduszuoroauuno upe3 IT3EIT u aado-
pamopHo (cmotinocm Ha kpwuBha 3axap, HgAlc, xoaecmepoa,
mpuzauuepugu).

Bxmousaum kputepun: ITauuenmu ¢ noBoomkpum 3]
mun 1 u mun 2 6e3 IIP, ¢ HopMaAHa 3pumeana ocmpoma.

M3kmouBanm kputepun: Haauuue na 2aaykoma, cenuana
MakyAHa gezaeHepauus, HanpegHasa kamapakma, cbgoBu 3a60-
AdBanust Ha ouume, npekapan neBpum Ha 3pumeaHust HepB,
ambauonusi, MHoxkecmBena ckaeposa, [TapkunconoBa 6oaecm,
enuAencusi, geMeHUUsI, MO3b4HU MyMOpHU 3a00AsBaHusl.

Metoauka: Bcuuku uszcaegBanus na II3EII ca uzBopwenu
B cneuuaano odopygBana, cepmuduuupana eackmpodusuoao-
2udHa Aabopamopust. /13noa3Ban e cmangapmusupa yemupu-
kanaaen anapam ,Neuro-MEP 4” na ¢upmama Neurosoft.
M3caegBanusima ca u3Bvpwenu ¢ anapamuu Hacmpoiiku, cb00-
pazenu ¢ nocaeguust nydoaukyBan cmangapm na ISCEV 3a
II3EIT om 2010 2. [8]. OcnoBHume nokaszameau, koumo ca om-
yemeHu npu anaausa Ha II3EIT B nacmoswiama padoma, ca Aa-
meHnmuu BpemMeHna, aMnAumygu U aMnAUMygHU CbOMHOWEHUS,
ompassiBawu ce na konuaypauusma Ha BbanoBume ¢opmu.

M3noa3Baau cme kaacuuecku kamogen cmumyaamop c pe-
Bep3ubuaen waxmameH mogea om uepHo kbm 0sA0 u 00-
pamHo, ¢ paBen Opoti uepHu u 6eau kBagpamu. V3noasBano e
cmumyaupaw,o noae om 30° - 3a no-nepudpepHa cmumuauust u
cmuMyAupawo noae om 15° - 3a uenmpaana cmumyaauust. Ye-
cmomama Ha peBep3ust Ha waxMamuus namepH e 2 rps, koemo
omezoBaps na 1 Hz. (pua.1).

M3caegBanemo e MonokyaapHho cbe 3akpuBane Ha gpy2omo
oko. AkmuBnume eaekmpogu ca nocmaBenu Bvpxy ckaana na
cmangapmyu Mecma 8 3aBucumocm om pasmepa Ha 2aaBama,
cbeaacHo Mekgynapognama cucmema 10/20 - nag 3pumea-
Hama kopa na Oz (cpegnookuunumaano ¢ukcupane (okoro
3cm nag inion-a) u gBa cmpanuunu okuunumaanu eackmpoga,
nocmaBeHu XOpu30HMaAHO Ha egHa AuHus Ha 3 cM BgscHo u
BasiBo om Oz (na okoao 5% om Oz ) - O1 u O2, pedpepenmen
eackmpog na Fz cpegnodpponmaano (na okoao 12cm nag na-
sion-a). 3azemaBawusm eackmpog e aeamoBugen, nocmaBen
Ha gsicnama kumka.

ITpu anaAu3 na pesyAmamume ca OmyumaHu AameHmuume
Bpemena na P50, N75 u P100, N145 u P200. Mzamepenu ca u am-
naumygume Ha me3u komnonenmu (pue. 2).

10 5 P100
1 P50 P200
03
N145
] N75
-10pV
T T T L3N S T3N TR | T T T T T T BRE 1
0 100 200 300ms

(Que. 2. Komnonenmu na IT3ETT

PesyaraTu: V1 gBeme 2pynu 0s1xa nogaozkenu na Bapuauuo-
HEH aHAu3, 3a ga ce onpegeAsm pedpepeHmHume 2paHuyu Ha
omgeanume komnonenmu na IT3EIT u ga ce onpegeau Bapua-
OuaHocmma um.
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CpaBrumeanusm anaausz Mexkgy guabemuuume u konmpo-
Aume no cmoiinocmume Ha komnonenmume Ha IT3EIT nokasa,
ye nauuenmume cbe 311 umam cuenupukanmuo (p<0,001) no-
ygbakenu aamenmuocmu Ha Bcuuku komnonenmu npu Beuuku
omBekganus npu 15° u 30°, ¢ uskalouenue na N145, npu kotimo
ce cpewam u omBezkganus, npu koumo pazaukama ne € cma-
mucmuuecku 3nauuma (npu 15° npu nekpbcmocanume
nemuwa (VIICU) u npu kpsemocanume nomuwa (KPOC) na
as1Bo oko (AO) u npu 30° npu caczumaanume omBekgaHust Ha
gsicno oko (1O) u AO, npu UTICU 1O u KPOC AO). Mima u
egno omBezkgane npu 30° - VITICU JO, npu koemo cuanudu-
kanmuu pazauku uma camo npu P50 u P200 npu 30° (pue. 3, 4).

 koHTpOM
W HosooTkpuT 311

o LTSS T T T 18 T T T T T8 T 1 1% 1%
PSO  N75 P100 N145 P200 P50 N75 P100 N145 P200 P50 N75 P100 N145 P200

CAI'MTAJIHA KPOC

HIICH

Que. 3. CpaBrumeaen anaaus Mexkgy nayuenmu ¢ noBoomkpum 3J1 u kormpoau
no Aamesmuocm Ha uscaegBanume komnonenmu Ha Mosokyaspru II3EIT npu 15°

(ms),
250

 koHTpOM
W HosooTkpuT 311

o LTS T T8 181 o __am = - s
PSO  N75 P100 N145 P200 P50 N75 P100 N145 P200 P50 N75 P100 N145 P200

HIICH CAI'MTAJIHA KPOC

(Que 4. CpaBrumenen anasus mekgy nayuenmu ¢ noBoomkpum 3J1 u koumpoau
no Aamenmuocm Ha uscaegBanume komnonenmu Ha Moxokyastpru I13EIT npu 30°

ITpu amnaumygHume ce ycmanoBs8a, ye uma cmamucmu-
yecko 3HauuMO HamaasiBane na cmotinocmume na N75-P100
noumu npu Bcuuku omBexkganus, (c uskalouenue na caeu-
maano, ITICU u KPOC omBekganus npu 30° na JJO) npu
guabemuyume B cpaBuenue ¢ konmpoaume (maba. 1, 2).

Om ¢ueypume u mabauyume cmaBa sICHO, Y€ NO-CeH3u-
muBHu ca yenmpaanume omBexkganus. Scno ce Bukga u acu-
MempuuHocmma B 3acseanemo Ha AdB u gecen 3pumeaeH
aHaAu3amop.

O6cwxpane: [Tpu nawume uzcaegBanust na I13EIT ycma-
HoBuxme cmamuuecku 3Ha9UMO ygbakeHU AamenmHocmu Ha
Bcuuku komnonenmu, ¢ uszkalouenue na N145 npu noumu
Bcuuku omBezkganus npu 15° u npu 20AsiMa yacm om me3u npu
30° npu epynama Ha guabemuuume. AMnAaumygume Ha kom-
nonenmume N75-P100 ca cuenupukanmuo no-nvucku npu gua-
6emuuyume. IIpoepecuBuo 3akbcnenue na 3EIT, kakmo u
HaMaAeHu amnaumygu, ce HabalogaBa npu guabemno 60AHU
6e3 JIP om peguua gpyeu aBmopu [4, 5. 10, 12].

[To-uyBcmBumeanu ca no-uenmaanume omBekganus, npu
kotimo ce ycmanoBsiBam no-z20asm 6poii cuenupukanmno pas-
AudHU nokazameau MmeXkgy gBeme 2pynu. TaksB pesyamam e
koncmamupan u om gpyau aBmopu npu I13EIL. [6]. B nocaeg-
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Ta0a. 1. CpaBrumeaen anaau3 Mexkgy nayuenmu ¢ soBoomkpum 3/1 u konmpoau no A Ha uscaegBanume komnonenmu na I13EIT npu 15°

Konmpoau (n=47) 3]1 noBoomkp.(n=34) P<

OmBekgane Komnonernm Cmp. cmum Cmumya X SD X D

O1-Fz N75-P100 A8 15° 8,02 3,56 5,99 3,07 0,013
Oz-Fz N75-P100 AsB 15° 1141 4,90 8,78 4,53 0,016
02-Fz N75-P100 AsB 15° 8,42 382 6,52 3,55 0,008
O1-Fz N75-P100 gecen 15° 785 3,80 5,76 3,01 0,014
Oz-Fz N75-P100 gecen 15° 10,73 512 8,21 443 0,024
02-Fz N75-P100 gecen 15° 8,62 4,00 6,56 3,93 0,008

Taba. 2. CpaBuumeaen anaau3 Mexkgy nauyuenmu ¢ noBoomkpum 3/1 u konmpoau no A na uscaegBanume komnonenmu na I13EIT npu 30°

Konmpoau (n=47) 3]1 noBoomkp.(n=34) <P
OmBekgane Komnonernm Cmp. cmum Cmumya - -
J P Y X D X sD
01-Fz N75-P100 AsB 30° 7,20 2,76 5,24 2,00 0,002
Oz-Fz N75-P100 AsB 30° 9,89 3,71 8,11 4,38 0,020
02-Fz N75-P100 A8 30° 791 3,50 6,07 3,38 0,003
01-Fz N75-P100 geceH 30° 732 322 6,36 3,44 0,168
Oz-Fz N75-P100 gecex 30° 10,22 4,94 8,02 3,53 0,064
02-Fz N75-P100 geceH 30° 7,88 3,49 6,96 3,54 0,186
Hume 2ogunu Grover L., (2008) uzka3Ba odbpamnomo cmano- ease. Diabetes, 2006, 55, 9, 2401-2411.
Buwe. ToBa mepgeHue ce nogkpenﬂ u om gpyau u3CAegoBa- 3. Collier, A, Reid, W., Mclnnes, A., Cull, R.E., Ewing, D.J., Clarke, B.F.,
meau [13] Tlpy2u aBmopu He yemanoBsBam npomenu 8 TT3EIT Somatosensory end visual evoked potentials in insulin-dependent dia-
21 APy P y P betics with mild peripheral neuropathy. Diabetes Res Clin Pract., 1988,
npu guademuuu 6e3 1P, a camo npu me3su ¢ [P [3]. 5 171-175.
ITpu cpaBrumeaHust aHaAu3 Ha cmoiiHocmume Ha komno- 4. Ewing, F.M., Deary, L., Strachan, M.W., Frier, B.M., Seeing beyond
nenmume na TT3EIT mexkgy 6oanu ¢ roBoomkpum 3J] mun 1 u retinopathy in diabetes: electrophysiological and psychophysical abnor-
lities and alterations in vision. Endocr. Rev., 1998, 19, 4, 462-476.
mun 2, ce ycemanoBu cmamucmuuecko gocmoBepro no-mezkko ma ’ R
ey ) 9 P 5. Heravian, J., Ehyaei, A., Shoeibi, N., Azimi, A., Ostadi-Moghaddam,
3acsizane Ha guabemuyume ¢ mun 2 u Npu AAMEHMHOCMUME U H., Yekta, A.A., Khoshsima, M.J., Esmaily, H., Pattern Visual Evoked
npu amnaumygume. Potentials in Patients with Type II Diabetes Mellitus. J Ophthalmic Vis
Mozkem ga 3akalouum, ue TI3EIT Guxa MozAu ga ce u3noA- Res., 2012, Jul. 7, 3, 225-230. ' '
3Bam kamo paten o6ekmuBen Memog 3a HACMBUAU U3MEHe- 6. Fishman, G.A., Birch, D.G., Holder, G.E., Brigell, M.G. Electrophysio-
Bu8 K 3A ke X a3 logic testing in disorders of the retina, optic nerve and visual pathway.
nust B8 Qynkuuama na amo ycaokuenue na 3[1. 2nd ed., The Foundation of The American Academy of Ophthalmoilogy,
IIpomenu B TTI3EII ce nabalogaBam owe B cmagus, npegu ga Ophthalmology monographs, 2001, 87-111.
ca ce Busyaausupaau xapakmepnume usmenenust B ounume 7. Grover, L., Hood, D., Ghadiali, Q. A comparison of mulrifocal and con-
gbHa, koumo e 0dwonpuemo ga ce cAegsm npu guabemuuume, ventional visual evoked potential techniques in patients with optic neuri-
3a pezucmpupate Ha 3acs2aHemo Ha 3PUMEAHUS] AHAAU3AMOP. tis/multiple sclerosis. D9c. Ophthalmol, 2008, 117, 121-128.
3 8 Guiabs Ewine FM 8 1998 8. Odom, V., Bach, M., Brigell, M., Holder, G.E., McCulloch, D.L.,
4 moba cboobwabam u Lwing - U Cbabm. ( ) Tormene, A.P., Vaegan, ISCEV Standard for clinical visual evoked po-
3akmouenne: OcBen 32 omkpuBane Ha panHu npomeHu, tentials (2009 update). Doc. Ophthalmol., 2010, 120, 111-119.
IT3EIT 6uxa Mozau ga ce usnoasBam u 3a npocaegsiBane 8 gu- 9 Pescosolido, N., Barbato, A., Stefanucci, A., Buomprisco, G. Role of
namuka [4]. Te ca neunBasuBru, Ge3Bpegnu, no-6G6p3u u no-eB- electrophysiology in the early diagnosis and follow-up of diabetic
retinopathy. Journal of Diabetes Research, 2015, Article ID319692, 8
munu B cpaBuenue ¢ OA, OCT u anzuo-OCT, noBmopsiemu u pages
obekmuBnu. Haii-zoaemusim negocmamok Ha mo3u MeMOg € 10, pyyanendran, K., Devathasan, G., Wong, PX., Visual evoked responses
caabomo my u3noa3Bane B kaunuunama npakmuka, nopagu in diabetes. Journal of Neurology, Neurosurgery and Psychiatry, 1983,
o2paHudeHust opoli cneyuaAucmu, 3aHuMaBawu ce ¢ masu mMa- 46, 643-647.
mepust U HegocMambYHOMO OByueHue Ha MAagume Aekapu 3a 11. Re;port of the ]?xpert Commlttee on the Diagnosis and Classification of
epekmuBnocmma um B npakmukama 3a guaenocmuyupanemo Diabetes Mellitus. Diabetes Care, 2003, 26, 5-20.
p 9 uup 12. Sivakumar, R., Ravindran G., Muthayya M., Lakshminarayanan S., Vel-
u npocaegsiBanemo Ha peguua ouHu U HeBpoOAO2UYHU 3300As- murughendran S.U., Diabetic retinopathy analysis. Journal of Biomedi-
Banus. cine and Biotechnology, 2005, 1, 20-27.
13. Walsh, T.J., Garrick, R., Cameron, J., McLeod, J.G. Evoked potential
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ABSTRACT

Introduction: Obstructive Sleep Apnoea hypopnea Syndrome
(OSA) is a disease characterized by the obstruction of the upper
respiratory tract, which leads to sleep disturbances as well as
oxygen desaturation. Also, OSA is associated with different car-
dio-vascular and metabolic disorders. Obesity is considered to
be one of the major risk factors for OSA. That is why it is the
anthropometric measurements, such as body mass index (BMI),
neck circumference (NC) and waist (W) which are strongly as-
sociated with obesity that may have extremely predictive value
for the progress and severity of OSA.

Aim: The aim of the present study is to measure the anthro-
pometric indices — BMI, NC and W in patients from the Bulgar-
ian population with OCA in order to evaluate the correlation
between the value of all of these indices and the severity of the
disease. The aim is also to determine if there is a difference be-
tween the measurements in different groups according to their
sex and age.

Patients and methods: A total of 173 patients with evaluated
OSA have been examined for an eight-year-period of time - all
of them over 18 years old, Bulgarians, 162 of them men, 11 -
women. For all the patients the results of the following meas-
urements were evaluated and analysed: age, sex, body mass
index, neck circumference, waist, height. All study patients were
assessed after an overnight respiratory polygraphy. We meas-
ured the apnea/hypopnea index (AHI), which actually evaluates
the obstructive sleep apnea severity. The statistical programme
SPSS version 23 was used to calculate the data.

Results: AHI shows a significant correlation with each of the
investigated values: BMI (r=0,454, p=0,00), NC (r=0,417,
p=0,00) and W (r=0,463, p=0,00). A very strong correlation is
observed in the following groups: patients with severe degree of
OSA and men between 20 - 60 years old. The study shows that
in patients who are over 61 years old and in the group of women
there is not statistically significant correlation between AHI and
the values of BMI, NC and W.

Discussion: The results from the study of evaluating the an-
thropometric measurements in patients with OCA in the Bul-
garian population are in agreement with past studies. These
measurements have impact on the progress and on the severity
of OSA. Since it is possible to determine all these antropometric
measurements fast and easily, they could become an effective
strategy in providing diagnosis and respective monitoring of

OCA in the Bulgarian population.

KEY WORDS: Apnea - hyponea index, Body mass index,
Bulgarian patients, Neck circumference, Obstructive sleep ap-
noea hypopnea syndrome, Waist

PE3IOME

BuvBegenue: Cungpombm na odcmpykmuBua cohna anuest/
xunontest (OCA) e 3a60asiBane, xapakmepu3supauo ce ¢ N'bAHO
U/uAu YacmMu4HO 3anywBaHe Ha 20pHUME gUXaMEAHU NbMUWA,
Bogewo go HapyweHus Ha cbHS U kucaopogna gecamypauusi.
To ce acouuupa ¢ pazaudHu MemadoAUMHU U CbpgeuHo-cbgoBu
npobaeMu. 3amabcmsiBanemo ce cMsima 3a €guH om OCHOB-
Hume puckoBu pakmopu 3a BvznukBanemo na OCA. ITopagu
moBa ce npegnoaaza, ue usmMepBanemo Ha onpegeAeHu aHmpo-
nomempuunu nokaszameau — ungekc na meaecna maca (MITM),
obukoaka na wiussma (IIO) u na maausma (T), umauu omno-
wenue koM 3amabcmsiBanemo, MmoXke ga ce okaxke c uenna
npegukmuBua cmotinocm 3a pazBumuemo u mekecmma na
OCA.

Le: lleama Ha HacmosOMO npoyuBane € ga ce oueHsm
ocHoBHume anmponomempuuHu ungekcu, cBbp3anu cbe 3a-
mavemsaBane — VITM, 11O u T, npu nauuenmu om Oba2ap-
ckama nonyaauust ¢ OCA, 3a ga ce ycmanoBu Bpvzkama mekgy
cmotinocmume Ha me3u nokazameau u mexkecmma na 3a00A5-
Banemo, kakmo u ga ce ycmanoBu cvwecmByBa au pazauka 8
nokaszameaume B 3aBucumocm om noaa u Bvr3pacmma.

Kaunuuen konmuneenm u memogu: VizcaegBanu ca 173 na-
uuenma ¢ gokazana OCA na Bwv3pacm nag 18 2ogunu, 6va2ap-
cku epakganu - 162 mbke u 11 kenu 3a nepuog om 8§ 2ogunu.
ITpu Bcuukume 60AHU ce oueHuxa u aHaauzupaxa nokazame-
Aaume Bwv3pacm, noa, Bucouuna, mezao, VITM, IO, T. Beuu-
kume 60aHu npoBegoxa pecnupamopHa noauzpadus no Bpeme
Ha HOweH cbH. V3mepu ce annes/xunonnest ungeke (AXI1), na
6azama na kotimo ce uzuucau meskecmma na OCA. TToayue-
HUme gaHHu 0sixa aHaAuzupaHu caeg cmamucmuuecka obpa-
6omka nocpegcmBom npoepamama SPSS Bepcust 23.

Pezyamamu: AXU nokaszBa cuana, cmamucmuuecku 3Ha-
yuma 3aBucumocm om cmoiinocmume Ha VITM (r=0,454,
p=0,00), IO (r=0,417, p=0,00) u T (r=0,463, p=0,00) noom-
geano, kamo 0cobeHo cuaHO ca u3paseHu mesu 3aBucumocmu
npu nauuenmume ¢ mexkka popma na OCA, mbke, BbB Bb3-
pacmoBust guanason 20-60 2, gokamo npu naguenmu nag 61
20gUHU U 2pynama Ha keHume He ce yemanoBs8a cmamucmu-
yecku 3nauuma 3aBucumocm mexkgy AXV u cmotinocmume Ha
VIMT, IO u T.

Obcvikgarne: Pesyamamume, noaydeHu npu uscaegBanemo
Ha aHmponoMempu4yHume nokazameau Ha nayueHmu om 0ba-
2apckama nonyaauust ¢ OCA, B 3nauumeana cmenen ce goo-
AukaBam go ycmanoBenume 8 aumepamypama gannu. Te3u
nokaszameau okasBam BausiHue 3a pazBumuemo u gonskbge
mezkecmma na OCA. Twii kamo uzcaegBanemo um e 6bp30 u
gocmbnHO, Mo 6u M02A0 ga ce npeBuphe B aecna u epekmuBna
gonbAHUMEAHA cmpamezust B guaeHocmuuupanemo u NpocAeg-
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siBanemo Ha 6oanume ¢ OCA u 3a Hawama nonyaayusl.
KI/IIOYOBU IYMM: Annesi/xunonnest ungeke, bvazapcku

nauuenmu, IMugekc na meaecnama maca, OOukoaka Hna

wusima, Obukoaka na maaustma, O6cmpykmuBHa cbHHA anHest

BbBEJEHVE

Cungpombm Ha obcmpykmuBhna cbHHA anHesi/xunonsest
(OCA) e 3aboasBane, xapakmepusupawio ce ¢ 4aCmu4HO UAU
N'BAHO 3anywBane Ha 20pHUME guxameAHu nbmuwa, koemo
Bogu go ppaemenmauust Ha cbhsi, npekomepna gueBHa cbHAu-
Bocm u kucaopogna gecamypauust (2). 3aboasiBanemo 3acsiea
u gBama noaa, HO ce cpewa gBa nbmu no-uecmo npu Mbkeme
- B okoao 4%, a kenume ce 3acsizam B okoao 2%, kamo B no-
cAegHume 20guHu ce HabalogaBa mengenuust 3a nokauBane na
3aboaeBaemocmma go 10% om obwama nonyaauust, koemo ce
gbaku ocHoBHO Ha 3amabcmsaBanemo (3,4). To e equn om oc-
HoBrume puckoBu $pakmopu 3a Bv3nukBanemo na OCA u Bce
no-uecmo B aumepamypama ce guckymupa Bonpocbm gaau 3a-
mabcmsiBanemo Bogu go pazBumue Ha 3a00As8anemo uau
OCA gonpunacs 3a noBuwaBane Ha meaecHomo meaao (5,6).
OCA uecmo ce acouuupa ¢ MemMadOAUMEH CUHJPOM, 3aXapeH
guabem, kakmo u pazaudnu cbpgeuno-cbgoBu 3aboasBanust
kamo apmepuaana XunepmoHusi, npegcbpgHo MbXkgene u cbp-
geuna Hegocmambutocm (7,8), koemo noBuwaBa puckbm om
cMbpmuocm npu makuBa nauuenmu (9). He camo noBuwaBa-
HEmO Ha MEAECHOMO me2A0, HO npeguaekuyuoHHOmMo Hampyn-
Bane Ha macmu B onpegeaeHu yacmu Ha mMIAOMO — U
no-cneyuaAHo mesu, HampynBawu ce B wusima u nepuymOuau-
kaano, uepasm Baxkna poast 3a pazBumuemo na OCA (11,12).
ITopagu moBa ouenkama Ha pa3AudHU aHMPONOMEMPUYHU UH-
gekcu - ungekcu na 3amabemsiBanemo kamo ungeke na meaec-
nama maca (M'TM), obukoaka na wusma (I11O) u na masusima
(T) mozam ga umam uenna npegukmuBna cmotinocm 3a pas-
Bumuemo u mexkecmma na OCA (4,11,13,14).

HEJ

Ileama na nacmostwomo npocnekmuBro npoyuBane e ga
ce ouensam ocHoBHume anmponomempuuHu uxgekeu, cBopaanu
cbe 3amabemsBane — VITM, IO u T, npu nayuenmu om 0ba-
2apckama nonyaauust ¢ OCA, 3a ga ce ycmanoBu Bpb3kama
MeXkgy cmotinocmume Ha me3u nokazameau u mexkecmma Ha
3aboasBanemo, kakmo u ga ce yemanoBu cbwecmByBa Au paz-
auka B nokazameaume B 3aBucumocm om noaa u Bvr3pacmma.

K/IIMHNYEH KOHTUHI'ET I METOIM

M3caegBanu ca 173 nayuenma c¢ gokazana OCA na Bo3-
pacm Hag 18 2oguHu, O6ba2apcku epakganu — 162 mbke u 11
kenu 3a nepuog om 8 2ogunu - om M. anpua 2008 2 go M. anpua
2016 2. B cbunama aabopamopust 1a MBAA ,,ITapuua Voanna”
- ICYA u na YMBAAHIT ,,C8. Haym” — 2p. Codust. Beeku
om nayueHmume e gaA uHpopMupaHo cbaaacue 3a yuacmue B8
uzcaegBanemo.

ITpu Bcuukume 60aHU ce ouenuxa u BnocaegemBue anaau-
3upaxa nokazameaume Bv3pacm, noa, Bucouuna, meaao, ITM,
IO, T. Bcuukume 60anu npoBegoxa pecnupamopHa noAuzpa-
¢dust no Bpeme Ha HOWEH CbH, kamo onucanume nokazameau
0s1xa u3Mepenu B genst npegu pecnupamopHama noAu2pagus.
M3mepu ce annes/xunonuest ungeke (AXI), na 6azama Ha
kotimo, ce uzuucau mekecmma na OCA.

[Tauuenmume 6s1xa paznpegesenu B 2pynu cnpsiMo noaa.

[Tauunmume Gsixa pa3npegeaenu B mpu 2pynu cnpsimo Bb3-
pacmma - 20-40 209, 41-60 20g. u nag 61 20g.

Teaaomo ce usmepu kamo 6oanume 0s1xa cvOAeuenu, oe3
00yBku.
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WTM OGewe uzMepen Ha Oazama Ha gaHHUME OM MEAEC-
HOmMoO me2Ao0 u Bucouunama (me2aomo ce pasgeau Ha Bucouu-
nama B Mm% ITayuenmu ¢ VI'TM nog 12 u nag 60 Osixa
uskalouenu om nocaegBawume anaausu.

IO ce usmepu B cpegama na wusima — Ha HUBOMO Ha
kpuko-mupeougnust Xpywisia.

T ce usmepu B nati-Bucokama mouka nag nbna, Ha HUBomo
Ha crista illiaca anterior superior.

Pecnupamopnama noauzpadust ce npoBege no Bpeme na
HOweH CbH ¢ anapamu Stardust — Respironics u Apnealink —
Resmed, BkalouBawu opo-nazasen censop 3a Bwv3gywen
nomok, 2pbgeH CeH30p 3a UXamEeAHO YCUAue, CeH30p 3a NyAC
u censzop 3a xbpkane. Muoz2o npoyuBanust nomBwvpguxa edu-
kacnocmma 3a guaeznocmuyupanemo Ha OCA nocpegcmBom
pecnupamopnama noauzpadus (1,10).

Anneume ce gedpunupaxa kamo naysu B guwanemo, npo-
gbakuau noBeue om 10 cek, xunonHeume — namaaaBane na
Bb3gywnus nomok 3a noBeue om 10 cek., a kucaopognama ge-
camypauusi — HamaAeHue Ha kucaopogHama camypauusi ¢ no-
Beue om 4%.

[Tayuenmume 6s1xa paznpegeaenu 8 mpu 2pynu B 3aBucu-
Mocm om meskecmma na OCA - aeka OCA (AXU = 5-15),
cpegno mezkka OCA (AXM = 15-30) u mexkka OCA (AXU >
30).

Bcuuku gannu 0sxa nanecenu B eaekmponnu mabauuu
(Exel 2013), BenocaegemBue cmamucmuuecku obpadomenu
nocpegemBom npoepamama SPSS Bepcus 23. 3a kpumuuno
HuBo na 3nauumocm ce npue a = 0,05. CbomBemnama nyaeBa
xunome3sa ce omxBupast, koezamo p-cmotinocmma e no-maaka
om a. V3noa3Bana e geckpunmuBua cmamucmuka, Bkalou-
Bawa Bapuauuonen anaaus, kamo ca ouenenu koauuecmBenu-
me npomeHauBu cpegha cmotinocm, cmaHgapmuo omkAoHeHue
(SD), cmangapmna 2pewka, nepceHmuAl, MUHUMYM U Makcu-
MyMm, kakmo u yecmomen anaAu3 (HOMuHaAHU U pan2oBu npo-
MeHAuBu), abcoalomnu u omuocumeanu uecmomu. IIpu
kopeaayuonnama cmamucmuka ce uzvucauxa T-mecmbm Ha
Student u kopeaayuonnusim koepuuyuenem na Pearson.

PE3YIJITATU

MscaegBanume 173 nauuenma ca BB Bv3pacmoBust gua-
na3on Mmexkgy 23 u 73 2ogunu, cve cpegna Bwvapacm 48,5 20g.
(SD=12,5) (maba.1). I[Toayuenume cmoiinocmu Ha VITM ca
Mexkgy 14,7 u 59, 4, cpegno 35,34 (SD=6.8), usmepenama 11O
e mexkgy 32 u 60 cM, cpegro 47,3 cm (SD=4,5), a T - mekgy
68 u 170 cm, cpegno 123 cm (SD=16,8). AXU Bapupa om 5,5
go 121,6, cpegno 56,5 (SD=28,3) (mada. 1).

Taba. 1 Cpegru cmolinocmu, cmangapmuo omkAoHeHue, MuHUMaAHa u Makeu-
MaAHa cmotinocm Ha 173 nauuenma ¢ OCA.

[Tapamempu ~ Munumasen  Makcumasen — Cpegen Cmangapmno
omkAOHeHue

Bospacm, 23 71 48,5 12,5

20qUHU

UTM, ke/m? 14,7 594 354 6,8

Obukoaka na 32 60 473 4,5

wusgma, cM

Otukoaka na 68 170 123 16,8

maAusma, cM

AXI 55 121,6 56,5 283

IIpu cbnocmaBsnemo Ha anmponoMempuuHume nokasa-
meau - ITM, IO u T cnpsimo AXVI ce yemanoBu, ue AXH ce
Bausie om npomsiHama u 8 mpume uzcaegBanu nokazameas —
m.e. npu He3aBucumomo HapacmBane Ha Beceku egun om noka-
sameaume 11O, T u ITM, ce noBuwaBam cmoiinocmume Ha
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AXMU (p=0,00) (maba.2). ITIpomenume B AXV u Bbr3pacmma
Ha nauyueHma cbwo ca cBupaanu — HO ¢ HapacmBanemo Ha Bb3-
pacmma namaasiBa AXU, om koemo caegBa, ue AXII e no-
Bucok npu no-maagume nayuenmu (p=0,023) (maba.2).

Tata.2 Kopeaauust na Bv3pacmma u asmponomempuusume gansu — M'TM
(ungeke na meaecna maca), 11O (wwuiina odukoaka) u T (obukoaka Ha masusma)
cnpsiMo anuest-xunonsest ungekea (AXM1).

Buspacm /AXIT UTM/AXI IO/AXI T/AXU
0,173 0,454 0,417 0,463
P 0,023 0,000 0,000 0,000

Pearson’s correlation

Om u3caegBanume 173 nauuenma 162 ca mbxke na Bb3-
pacm om 23 — go 75 2ogunu , cpegHo 47,8 20g. (SD=12,4). 2Ke-
Hume ca 11 na Bv3pacm om 43- go 77 20g., cpegHo 58 20g.
(SD=10,9), kamo B u3caegBanama u3Bagka nauuenmume om
kencku noa ca 3nauumMo no-Bv3pacmuu om navueHmume om
MbXkku noa (p=0,007, <0,05) (mabda. 3). Cpegnume cmoii-
nocmu Ha VITM, ITTO u T ca no-2oaeMu npu Mbkeme ¢ OCA,
3a pazaukama om nayuenmume om Xkencku noa, kamo cma-
mucmuyecku 3nauuma e camo pazaukama 8 11O mekgy gBama
noaa (p=0,001, p<0,05) (ma6a.3). AXV cvwo maka e no-
Bucok npu mbkeme, Ho 6e3 cmamucmuuecku 3nauuma pazauka
cnpsimo Xkenume B uzcaegBanama usBagka (p>0,05) (mada.3).

Ta6a.3 CpaBuenue mekqy Muke u kenu cnpamo Bv3pacmma, ITM (ungeke
Ha meaecHa Maca), IO (wwuiina obukoaka) u T (obukoaka na masusima) u AXU
(annes-xunonnes ungeke).

[Tapamempu Muke Kenu P - value
Bpoti 162 11

Bu3pacm, 20gunu 478+ 124 58+109 p <005
NTM, ke/m? 355+67 33575  p>005
IMuiina o6ukoaka, cm 475+43 429+59 p <005
Obukoaka Ha maausima, cm 1233+16,7 1163+184 p>0,05
AXU 54+273 3794217 p>005

ITpu mbXkeme ce yemanoBsaBa cmamucmuuecku 3navuma
3aBucumocm mexkgy cmotinocmume na AXV u napacmBanemo
na Bceku equn om anmponomempuunume nokazameau VITM,
IO u T, kamo ¢ noBuwaBanemo um HapacmBa u AXII
(p=0,00). TTo-nucka Bwv3pacm nHa Mbkeme, cmpagawu om
OCA, AXU e no-Bucok (p=0,015) (mada.4).

Tat6a.4 Kopeaauust na Bv3pacmma u asmponomempuusume gansu — M'TM
(ungeke Ha meaecna Maca), IO (wwuiina odukoaka) u T (obukoaka na masusma)
cnpsiMo ansesi-xunonnest ungekea (AXV) npu muke.

Buspacm /AXUI UTM/AXU IO /AXU T/AXU
0,485 0,400 0,451
0,000 0,000 0,000

Pearson’s correlation  -0,190
P 0,015

B uscaegBanama uzBagka npu kenume ne ce ycmanoBu
cmamucmuuecku 3navuma 3aBucumocm mezkgy cmotinocmume
na AXM, kakmo cbc cmotinHocmume Ha ouensiBanume anmpo-
nomempuunu nokazameau, maka u ¢ Bv3pacmma (p>0.05),
ToBa moke ga ce gbaku na maakust 6poti Ha uzcaegBanume
skenu. (maoa.s).

Tat6a.5 Kopeaauust na Bv3pacmma u asmponomempuutume gansu — V'TM
(ungeke Ha meaecna Maca), IO (wuiina odukoaka) u T (obukoaka na masusma)
cnpsiMo ansest-xunonnest ungekea (AXM) npu skenu.

Buspacm /AXIT UTM/AXIN THO/AXU T/AXU
0,341 0,543 0,560
0,304 0,084 0,073

Pearson’s correlation 0,357
p 0,282
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Cnpsimo mezkecmma na OCA, nauuenmume 0s1xa pa3npeg-
eaenu B mpu 2pynu, kamo aeka OCA Gewe guazHocmuyupasa
npu 14 60anu (8%) — 12 mobske u 2 kenu, cpegno meskka — npu
23 60anu (14%) - 23 moike u 1 kena u mekka OCA - npu 136
nauuenma (78%) — 128 muke u 8 kenu (maoda. 6).

Tata.6 Paznpegeaenue na nayuenmume no mexkecm Ha 3a60A1Batemo u no noa,
cnpsiMo mexnust 6poti, Bv3pacmma, VITM (ungeke na meaecha maca), Bpamua
obukoaka u o6ukoaka na mausima.

Aceka Cpegho-mekka — Texkka

Muzke Kenu Mwoke — Kenu Mmuke Kenu
Bpoii 12 2 23 1 128 8
Bwspacm  49+124 53134 491146 53 47+ 12 60 £ 6,3
UTM 30,155 24+132 315+51 327 367+6,6 359+4]7
Bpamna 4+42 365+ 457+41 42 482+42 449+572
obukoaka 13,2
O6ukoaka 1096 £ 91,5+ 1143+ 112 1263+164 123+98
Ha maaust 14,1 332 13

EguncmBeno B 2pynama na 6oanume ¢ mexkka OCA ce yc-
manoBu cmamucmuuecku 3navuma 3aBucumocm mexkgy AXM
u cmotinocmume na VITM, IO u na T. ITpu no-Bucoku cmoii-
Hocmu Ha Beceku egun om u3caegBanume aHmponoMempuyHU
nokazameau ce ycmanoBu no-Bucok AX! (p=0,00) (mabda.7).

Tata.7 Kopeaauust Ha Bv3pacmma, VITM ( ungeke na meaecna maca),
11O (wuiina obukoaka) u T (o6ukoaka Ha masusima) cnpsiMo mekecmma Ha
3aboasBanemo (AXV - annest-xunonnest ungeke) 8 mpu 2pynu - aeka, cpegna u
meXkka OCA.

Buspacm / AXIT UITM/AXIM IO/AX T/AXU

Acka (Pearson’s 0,167 0,267 0,473 0,330
correlation P-value) 0568 0357 0,088 0250
Cpegna Pearson’s 0,102 0,007 0,129 0,070
correlation / P-value) 0636 0972 0529 0747
Texka (Pearson’s 0,266 0,355 0,329 0,331
correlation / P-value) 0,002 0,000 0.000 0,000

[Tpu cbwume 60AHU ce omueme cmamucmuuecku 3HauuMa
obpamua 3aBucumocm mexkgy AXW u Bv3pacmma — no-Huc-
kama Bwb3pacm ce acoyuupa c¢ no-Bucok AXI (p=0,002)
(maba.7).

B®b3 ocnoBa na Bbv3pacmma nayuenmume 0sixa pa3npeg-
eaenu B mpu Bv3pacmoBu 2pynu. B epynama na 6oanu ¢ OCA
mezkgy 20-40 20g. nonagnaxa 48 nayuenma (28%), Bb8 Bv3pac-
moBama epyna mexkgy 41-60 20g. — 92 60anu (53%) u naii-
Maako Osixa uscaegBanume 60anu BbB Bvr3pacmma nag 61 20g.
- 33 nayuenma (19%) (maba.8).

[Tpu 60aHume B nbpBume gBe Bv3pacmoBu 2pynu ce ycma-
HOBu cmamucmuuecku 3nauuma 3aBucumocm mekgy U'TM,
IO u T ¢ AXM - npu no-Bucoku cmoiinocmu na uscaegBa-
Hume anmponoMempuynu nokasameau ca omuemenu no-8u-
coku cmotinocmu cbomBemno u na AXIV (p=0,00), 3a pazauka
om 0oAHume Hag 61 2ogunu, npu koumo cmamucmuuecku 3Ha-
yuma Bpwb3ka Mekgy anmponomempuunume nokasameau u
cmolinocmma Ha AXI ne Oewe ycmanoBena (p>0,05)
(maba.8).
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Ta0a.8 Paznpegeaetue Ha nayuesmume u kopeaauust va VITM (ungeke na meaecha Maca), obukoaka Ha wusma u o6ukoaka Ha masusma cnpsmo AX1
(anues-xunonsest unguke) npu mpu Bv3pacmoBu 2pynu nayuenmu.

Bu3pacmoBa 2pyna >20 u <40 Pearson’s correlation  >41 u <60 Pearson’s correlation  >61 Pearson’s correlation
(20g) n=48 P-value n=92 P-value n=33 P-value
NT™M 354+78 0,565 36,1+6,7 0,443 33553 0,120
(ke/m?) 0,000 0,000 0,508
Otukoaka 472+47 0,525 47744 0,382 46,6 £ 4,6 -0,073
Ha wust (cM) 0,000 0,000 0,687
Obukoaka na maaus (cm) 119,6 £17,6 0,589 1259+159 0,464 1202 £172 0,221

0,000 0,000 0,216
AXI 594+349 585+254 46,9 £ 24,1

OBCB2KIJAHE
JINTEPATYPA

OCA npeguaekuuonno 3acsiza Mmbkkama nonyaauust. B usz-
caegBanama uzBagka 0vbacapcku nauyuenmu mbkeme 3Hauu-
meAHO gomMuHupaxa, maka kakmo ce ycmanoBsBa u B pazauunu
gpyeu npoyuBanus, npoBegenu B cBemoBen mawab (15,16). B
Hawama u3Bagka, ocBen ue MbXkkusim noa e goMuHupaw, npu
MbXkeme ce omueme u no-mekko npomuuane Ha 3a60asBa-
Hemo, yemanoBeHo Ha 6a3ama na uzuucaenume AXVI - cpegHo
54 3a mvkeme cnpsamo 37.9 3a kenume. B nawemo uscaegBane
ycmanoBuxme, ye cmotinocmume na AXV ce Baussm om
cmotinocmume Ha Beeku egun om anmponomempuyHume No-
kazameau - ITM, IO u T noomgeano, koemo Bazku B ocobe-
Ha cmeneH 3a Mbkeme, kakmo u npu no-Maagume nauuenmu
- BB BbvzpacmoBust guanazon mexkgy 20 u 60 2ogunu, kbgemo
no-nuckama Bwv3pacm ce acoyuupa ¢ no-8ucoku cmotinocmu na
AXI, pecnekmuBuo no-mezkko npomuuane na OCA. Pe3sya-
mamume, noAy4denu B nacmosiwemo npoyuBane, nogkpensim
gannume om cBemoBrnama aumepamypa 3a Bpb3kama mexkgy
anmponomMempuyHume nokazameau u mexkecmma na OCA
(4,11,14). B 20asm bpoti npoBegenu uscaegBanust ce yemano-
Bs1Ba nati-mscua 3aBucumocm meskgy AXI u IO, Bunpeku ue
B nawama u3Bagka ce omueme cxogHo BausHue u Ha mpume
nokazameas cnpsmo AXU, kakmo u aeka, cmamucmuuecku
He3HauuMa, no-msicHa Bpbska mekgy npomenume B obukoa-
kama na maaussma u AXV1, koemo e ycmanoBeno u npu nsikou
gpyau uscaegBanust B maszu obaacm (17,18). YecmanoBenama
ompuuameana 3aBucumocm mekgy nokazameaume Bbv3pacm
u AXM 6u mo2aa ga ce gbaku Ha ¢pakma, ue ¢ Bv3pacmma ce
yBeauuaBa 6possm Ha nayuenmume, HO HE u mexkecmma Ha 3a-
6oassBanemo (19).

B uzcaegBanama uzBagka nonagnaxa Hati-MHO20 nayueHmu
¢ mexkka OCA - ¢ AXU >30, koumo 3HauumeAno npeBaaupam
Hag 6oaHume c no-aeku popmu na OCA, a no omuoweHue Ha
Bb3pacmma npeobaagaBaxa maagume 60AHU, Hali-MHO20 BB
Bw3pacmoBust guanazon mexkgy 41-60 2ogunu, xapakmepHo u
3a gpyeu npoBekganu uscaegBanus (14,20).

Pesyamamume, noayyesu npu uscaegBanemo Ha aHmpono-
MempuyHume nokasameau Ha nayueHmu om 6vazapckama no-
nyaauus ¢ OCA, B 3nauumeana cmenen ce godauzkaBam go
ycmanoBeHume B aumepamypama gannu. Tvli kamo uzcaegBa-
Hemo uM ¢ 0bP30 U gocmbNHO, a npomMeHume B cmotinHocmume
um gonpunacsim B 3Hauumeana cmenes 3a pa3Bumuemo, a go-
nskbge u 3a mexkecmma na OCA, uszcaegBanemo Ha anmpo-
nomempuunume nokaszameau VI'TM, IIIO u T 6u mo2a0 ga ce
npeBophe B aecha u epekmuBna gonbanumeana cmpameaust 8
guazHOCMUUUpaHemo u npocaegsaBanemo Ha 6oanume ¢ OCA
U 32 HaWama NonyAayusi.
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ABSTRACT

Multiple system atrophy (MSA) is an adult-onset, sporadic,
progressive neurodegenerative disease characterized by varying
severity of parkinsonian features, cerebellar ataxia, autonomic
failure, urogenital dysfunction, and corticospinal disorders. Pa-
tients with MSA typically show diffuse autonomic failure and
parkinsonian, cerebellar, or pyramidal deficits in different com-
binations. The second consensus statement on the diagnosis of
MSA (2008) defined two categories, MSA with predominant
parkinsonism (MSA-P) and MSA with predominant cerebellar
ataxia (MSA-C). In the previous MSA consensus there was a
Shy-Drager syndrome (MSA-A) with predominant autonomic
dysfunction. Now it is considered that Shy-Drager syndrome
may accompany each of the other two forms. Autonomic dys-
function in patients with MSA is due to the loss of preganglionic
neurons in the brain stem and spinal cord (central autonomic
failure). The postural (orthostatic) hypotension is defined as a
sudden and transient loss of consciousness with spontaneous re-
covery, due to an intermittent and sudden dysregulation in the
activity of the autonomous nervous system, which causes a gen-
eralised brain hypoperfusion. We present a 77 year old man who
was admitted to our hospital on the occasion of seizures with
loss of consciousness and Parkinson's syndrome. In the past the
patient has been misdiagnosed with Epilepsy and accompanying
Parkinson's disease, and underwent systemic anti-epileptic and
antiparkinsonian therapy without effect.

KEY WORDS: Multiple system atrophy, Parkinson's syn-
drome, Orthostatic hypotension, Epilepsy

PE3IOME

Myamucucmemnama ampogust (MCA) e npozpecuBro neB-
pogezenepamuBno 3aboasBane, xapakmepusupawo ce ¢ pas-
AuyHU no mexkecm Oeae3u Ha napkuHCOHU3BM, uepedeaapHa
amakcusi, aBmoHOMHa HegocmambyHOCM, YpPO2EHUMAaAHA guc-
¢ynkuust u kopmukocnunaanu napywenus. O6uknoBeno ca
Haauue kaunuunu 6eae3u Ha gudy3na aBmonomHa Hegocma-
mbuHocm, napkuHcoHOBU, uepedeAaapHu UAU NUPAMUgHU Hapy-
weHust B pasauunu komOunauuu. Bmopusm koncencyc 3a
guaznocmuka na MCA (2008) onpegeast gBe kamezopuu: MCA
¢ npeobaagaBaw, napkunconuszsm (MSA-P) u MCA c npeo6-
AagaBawa maakomozbuna amakcust (MSA-C). B npeguwnust
koHcencyc e 6ua Bkalouen cungpombm Ha Shy-Drager (MSA-
A) c npeobaagaBawa aBmonomna gucdynkuus. Ceea ce
cmsma, ye moll Moxke ga npugpykaBa Bcska om gpyaume gBe
dopmu. ABmonomuama gucynkuust npu nauuenmu ¢ MCA ce
gbaku Ha 3aey0ama Ha npe2aHeAuOHapHU HeBPOHU B MO3bUHUS
cmBoa u 2pbOHauUHUA MO3bK (UeHmpaana aBmoHOMHaA Hegoc-
mamwbuHocm). [Tocmypaanama (opmocmamuyna) XunomoHust
ce gepunupa kamo Buesanna u npexogHa 3a2yda Ha Cb3HAHUE,
gbakawo ce Ha gucpezyaauust Ha akmuBrnocmma Ha aBmoHoM-
Hama HepBHa cucmema, koemo Bogu go 2eHepaausupana Mo-
3buHa xunonepdysus. IlpegcmaBsame 77-eoguwen MubXk, c
yecmu npunagbuyu cbe 3a2yda Ha cb3nanue u ITapkunconoB
cuigpom. B Munaaomo nauuenmbm HenpaBuAHO € guazHOCMU-
uupan kamo cayuaii na enuaencust u npugpyxkaBawa 6oaecm
Ha ITapkuncon, ¢ npoBekgana 0e3 epekm anmuenuaenmuuna
u anmunapkuHconoBa mepanusi.

KIIIOYOBU TYMM: MyamucucmemHna ampodusi, [lap-
kunconoB cungpom, Opmocmamuyuna xunomonusi, Enuaencust



gekemBpu 2017

BBBEJIEHIE

Myamucucmemnama ampodust (MCA) e npozpecuBro HeB-
pogezenepamuBro 3a60as18ane, koemo ce nposiBsBa npu Bo3-
pacmnu u ce xapakmepusupa ¢ pazauunu no mexkecm Oeae3u
Ha napkuncoHu3bM, uepebesapHa amakcus, aBmoHoMHa
HegocmambyHOocm, ypozeHumaaHa guchynkuus u kopmu-
kocnunaanu Hapywenus (1). JHedunupawama MCA
HeBponamoaozust ce xapakmepusupa ¢ geaeHepauust Ha cmpuo-
Hu2pasHume u oauBononmouepedeaapuu cmpykmypu, npugpy-
’kenu om muozkecmBo xapakmepHu 2auaAHU LUMONAA3MUYHU
BkalouBanusi, o0pazyBanu om pudpuauzupanu a-cunykaeunoBu
npomeunu (2). O6uknoBeHo ca Haauue kaunuuHu Geae3u Ha gu-
¢y3na aBmoHoMHa HegocmambuHOocm, napkunconoBu, uepe-
OeAapHU UAU nUpaMugHU HapyweHus B pa3auunu komOunauuu.
Bmopustm koncencyce 3a guaenocmuka na MCA (2008) onpeg-
eas gBe kamezopuu: MCA ¢ npeodaagaBaw, napkunconuzmm
(MSA-P) u MCA c npeobaagaBawa maskomosbuna amakcust
(MSA-C) (2). Onpegeastnemo na MCA kamo MSA-P uau
MSA-C ce omnacs go npeodragaBawama cumnmomamuka 8
MOMeHma Ha uscaegBane Ha nauuenma, kamo goMuHupawama
cumnmomamuka Mozke ga ce npomenu ¢ Bpememo (3). B npeg-
uwHus koHcencyc 3a guaznocmuka na MCA e 6ua Bkalouen
cungpombm Ha Shy-Drager (MSA-A) ¢ npeodaagaBawa aBmo-
HoMHa gucpynkuust. Ceea ce cMsima, ye moii Moke ga npugpy-
kaBa Bcsgka om gpyeume gBe dopmu (4). B guazHocmuuen
acnekm ca npegcmaBenu mpu HuBa Ha kauHuuHa cuzypHocm:
kaunuuno Bvamoikna, Beposmua u cueypna MCA, kamo 3a gu-
azHocmuuupane Ha kaunuuno cueypuama MCA ce usuckBa
nomBovpkgenue om aymoncusima. Kaunuuno Bepossmnama
MCA ce onpegeast kamo cnopaguuno, npozpecuBHo pazcmpoti-
cmBo npu Bv3pacmuu, BkalouBawo uzpazenu aBmonomuu guc-
¢yukuuu, napkunconusvM ¢ aow  omeoBop  kbm
AeBogona-mepanusima uau uepedeaapna amakcus. Te3u na-
coku noguepmaBam 3HayuMocmma Ha aBmMOHOMHUME Hapy-
weHus 3a guaeHocmuuupane Ha kaunuuno Bepossmuama MCA
(1). ABmonomuama gucéynkuus npu nayuenmu ¢ MCA ce
gbaXku Ha 3a2ybama Ha npe2aH2AuOHapHU HeBpoHU B MO3bUHUA
cmBoa u 2pboHauHUST MO3bK (UeHmpasHa aBmoHOMHA Hegoc-
mambuHocm). Heeenepauusima Ha aBmoHOMHUME npe2aH-
2AuOHapHU HeBpoHu 3anouBa B 3psiaa Bb3pacm, B pazmep om
5% go 8% na gecemuaemue. Kaunuunama uzsBa nacmonBa,
kozamo neBponaanama 3azybda gocmuene 50% (7). ABmonom-
Hume Hapywenust BkalouBam 2aaBno nocmypaanama (opmoc-
mamuyHa) Xunomouusi, ma3soBope3epBoapHu HapyweHus,
abnopmHo uznomsiBane, cekcyaana gucdynkuus, copgeuHo-cob-
goBu npobaemu, ncuxuampu4nu, koeHumuBHU U HapyweHus Ha
coHsl. [Tocmypaanama (opmocmamuyHa) Xunomosus ce gedu-
Hupa kamo Bre3anHa u npexogHa 3a2y0a Ha Cb3HAHUE CbC CNOH-
manHo Bb3cmanoBsBane, gbakawo ce Ha nepuoguyHa, 6bpP30
nacmbnBawa gucpeayaauusi Ha akmuBrnocmma Ha aBmonoMm-
Hama HepBHa cucmema, Bogewa go BHe3anHO u 3HAYUMEAHO
cnagaHe Ha apmepuaAHOMoO HaAsleaHe, CbpgeuHama yecmoma
U 2eHepaAu3upana Mo3buHa xunonepdysus (5, 6). luaznozama
MCA e npegusBukameacmBo, 3awomo nsima mecm, kotimo ga
Moxke kamezopuuHo ga onpegeAau guaeHo3ama npu XkuB na-
uuenm. B cayuaume ¢ uepedbeaapHu cuMnmomMu MazHUmHope-
3onancHama momoepadus (MRI) u komnlombprama
momozpadust (CT) ywecmo nokazBam namaasiBane Ha pasme-
pume Ha uepedeayma u noHca. [Ipu popmama ¢ napkunconoBa
cumnmomamuka nymamensm € ¢ XunogeHcHa cmpykmypa Ha
T2- cekBenuyuume na MRI u moke ga nokake noBuweno om-
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AazaHe Ha keasi30.

NPE/ICTABAHE HA KJIMHUYEH CJIYYAM

Mwubk na 77 2oguwna Bw3pacm (K.JI1.) Anamnesa: Om
71 2. Bv3pacm noayuaBa npunagbuu cbC 3a2yda Ha Cb3HAHUE,
HacmbnBawu B usnpaBeno uau ceguaro noaokenue, ¢ nagane
(cBauua ce), 6e3 ebpuoBa cumnmomamuka, ¢ npedaegnsBane,
00uAHO usnomsiBane, nonskoza ¢ uHkOHMUHEHUUS, ¢ NPOYbA-
skumeanocm cpegro 0koao 5 Munymu u yecmoma 8 nHayaaomo
Ha 3aboasgBanemo 2 nbmu Meceuno. 3a npunagbuume B
20guHume nauueHmovm e aekyBan ¢ kap6amaszenunoBu npena-
pamu - 600 mg gueBro, BnocaegcmBue godaBen Oxcarbazepine
2x 600 mg gneBno; Oxcarbazepine 2x 600 mg u Levetiracetam
2x 750 mg; npe3 nocaegnume Meceuu npueMa Oxcarbazepine
2x 600 mg, Levetiracetam 2x 750 mg u Clonazepam 2-3x 0,5 mg.
3a nepuoga om 5 20gUHU CpEgHAMa YeCMoma Ha npunagbuume
HapacmBa go 2-3 nbmu cegMmuuno! Om 75 2oguwna Bb3pacm
guaznocmuuyupan ITapkuncoHoB cungpom: npozpecupawia 3a-
6aBenocm na gBukenusima, ckoBanocm, npomMsina Ha noxog-
kama, mpemop Ha pbueme, noBeue B As80, auncBa epekm om
npoBexkganomo aeuenue ¢ Madopar 4x125 mg gneBno. Ilpu-
gpykaBawu 3a60a4Banus ¢ gaBnocm: apmepuasna xunepmo-
HUs, gucAunugemusi, nyamodubposa. 3a apmepuasHama
xunepmoHust nayuenmsvm npuema Quinapril 20 mg cympus,
Cardiostad (Nebivolol) 5 mg Beuep, Bisogamma (Bisoprolol) 5
mg Beuep. 3a gucaunugemusima npuema Atoris 10 mg Beuep.
HeBpoaoeuuen cmamyc: Iapkuncono8 cungpom (A>]1): 6pa-
gukuHe3sust, xunoMumust, Myckyana puaugnocm, aek cmamuyen
u nocmypaAseH mpemop, HapyweHusl Ha noxogkama ¢ omcaa-
6eHu ¢usuoaozuunu cunkunesuu. Opodauuasnu guckunesuu.
ABmoHOMHU cumMnmomu — ma3oBo-pezepBoapHu HapyweHus
(renocmostHHa unkonmuHenyust Ha ypuna). KBagpunupamugen
cungpom. KoenumuBru napywenus. ITo Bpeme na xocnumaau-
3auusima oewe Hab.1logabBan kaunuuno ussBer npucmsn ¢ xa-
pakmepucmuka Ha onucanume, Hacmbnua B cegnaso
noaoxkenue, no Bpeme na kotimo 6ewe npoBegeno EKI" - 8
HOpMa (cuHycoB pumbM, uHgudepeHmHa no3uyust), U3SMEpEHo
apmepuaaHo Haasieane (AH) 80/40 mmHg, nyac 65 yg./Mun,
kpvBua 3axap 5,4 mmol/l. IlpoBegenu uscaegBbanus: Ibana
kpbBua kapmuna, Guoxumus, eackmpoaumu - 8 nopma. EEI"
uzcaegBane (MHo2okpamno): 3abaBena ocnoBra akmuBrocm ¢
aeku gudysnu necneuudpuunu npomenu. MPT na eaaBen Mo3bk:
ganHu 3a ampodust Ha pymamena ,,Putaminal slit” (Que.1), na-
mpynBatne Ha %keas130 B globus pallidus u 8 gopzaanume omgeau
na putamen gBycmpanno (Que.2) u gemoncmpamuBuu kopo-
Boampoduunu uzMenenust 8 gBeme 20AIMOMO3bUHU XEMUC-
¢epu, munuunu 3a MCA-P. IlcuxoaozuuHo uscaegBane —
geduuumu B eksekymuBnus konmpoa /konuenmpauus, pas-
npegeasne u npeBkalouBane na Baumanuemo/. MMSE — 25m.,
Aek namemoB geduyum. VMscaegBane na opmocmamuynama
peakmuBnocm (Tilt table test 60°) - gannu 3a acumnamuko-
MOHHA OpMOCMamuy4Ha Xxunomonus (| Ha cucmoanomo AH ¢
30-40 mmHg u | guacmoanomo AH ¢ 20 mmHg B8 npaBo no-
AokKeHUe Ha mMsSAOMO Npu Aunca Ha npomsHa B cbpgeunama

yecmoma):
A€2HAA - 130/90 mmHg 65/Mun.
npaB - 1 Mun. 110/80 mmHg 68/mun.
S MuH. 100/70 mmHg 65/mun.
10 Mun. 90/70 mmHg 67/mun.

Om nocouenume ganuu (kombunauust om ITapkunconoB



gekemBpu 2017

(Que.1: T2 cekBenuust - xunepunmensHu 30Hu B gop3oaamepasnume omgeAu Ha
kancyaa ekcmepua, cBop3ano ¢ ampodus Ha pymamena (“Putaminal slit”).

Que.2: SWI cekBenyust — gannu 3a HampynBase Ha keasi3o B globus pallidus u 6
gop3aAHUme OMgeAu Ha putamen gBycmpanHo.

cungpoM, aBmonomnu gucynkuuu ¢ Bogewa opmocmamuyna
XUNOMOHUS, nupamMugHu Oeae3u u koznumuBen gedpuuum)
npuexme guaeHoza Myamucumemna ampodust (MSA-P) ¢ npeg-
omuHupawu napkunconoBu cumnmomu. Haauue ca mekku
cunkonaanu npucmenu (Shy-Drager-cungpom) B pesyamam na
acuMnamukomoHHa opmocmamuyHa xunomoHust. B nogkpena
Ha moBa e auncama na epekm om npoBexkganama anmuenu-
Aenmuuna u L-Dopa mepanus.

TepaneBmuuen nogxog npu ayueHmMa: NOCMENEHHO U3mea-
AsIHE Ha anmuenuAenmuyHume Megukamenmu - Clonazepam,
BnocaegcmBue Oxcarbazepin; u Levetiracetam; namaaena e u
gneBnama go3a na Madopar - 3x 125 mg gneBno. B peyamam
npe3 NocAegHUs Mecey, NauueHmMbMm € CbC 3HAYUMEAHO N0goo-
peHue — UMaA € camo eguH npucmon ¢ xapakmep Ha onucaHume
cunkonu.

OBCDBZKJIAHE: ITpegcmaBenusim kaunuuen cayuaii ge-
MOHCmpupa HeodxoguMocmma om paswupeHa gupepeHyu-
aAHa guaeHo3a npu ussiBa na neBpoaozuuna cumnmomamuka
om noBeue ¢pynkuuonaanu cucmemu. ITpu konkpemuus nauu-
eHm gudepeHuuasHama guaznosa e HacoueHa kakmo no om-
HoweHue Buga Ha onucanume npucmovnu (9), maka u nHa
ITapkunconoBust cungpom. Ilo Aumepamypru ganHu noBeue
om 20% om nauuenmume ¢ nbpBonauaana guaenosa Iapkun-
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conoBa 6oaecm B xoga Ha 3a00A1B8aHemO ca guazHOCMUUUpaHU
kamo MCA (8). B cayuas, B noa3a na guaeznozama MCA e no-
sBama na aBmonomuu gucpynkuuu ¢ Bogewa opmocmamuyna
XUNOMOHUSI 20gUHU Npegu HaAuuuemo Ha ekcmpanupamug-
Hama cumnmomMamuka, kakmo u xapakmepucmukama na ITap-
kunconoBust cungpom ¢ gomMuHupawa npozpecupawia
Opagukunesa u myckyana pueugnocm. B 3akalouenue: noe-
pewHo nocmaBenama guaznosa npu konkpemuust nayuenm e
nocaegBana om HeHy:kHO aHmMuenuAENMUYHO U aHmMunapkux-
conoBo Aeuenue, npozpecuBro yBeauuaBane na gueBuume gosu
u Opost na Megukamenmume, BaowaBane xoga Ha 3aboasBa-
Hemo cbe 3acuaBane Ha Haauunume aBmonomuu gucynkuuu,
3auecmsiBane u ymekusaBane na cunkonume.
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AA AAAEM LLTAHC

HAXNBEO0TA

HA BCEKW 30 MUHYTW NALIMEHT C UHCYAT, __ @
KOMTO MOXXE AA EbAE CMACEH,
YMWUPA van ocTABA
TPAMHO MHBAAMAMU3UNPAH,

3ALLLOTO HE E AEKYBAH B
NPABUAHATA BOAHMULA.

HawaTa Mucusa e acHa. Aa yBeAn4YUM 6pos
Ha 6BOAHULMTE, MOAFOTBEHM 3@ AeYeHMe Ha
NHCYATU N AQ ONTUMU3MPAME KauyeCTBOTO
Ha AeYeHMe BbB BCUYKW CbLLEeCTBYBaLLM
LIEHTPOBE 3a Ae4YeHMe Ha MHCYATU. LleaTa
HU € AQ U3rPaAMM OBLLIHOCT OT MOHe

1500 ueHTbpa M BOAHULIN, MOATOTBEHM

33 AeYeHUe Ha UHCYATU, KOUTO Ad
PaboTAT eXXeAHEBHO 3a NOAOOpPABaHE

Ha KaQ4YeCTBOTO Ha AeYeHVe Ha BCEKU
MaLMEeHT C UHCYAT.
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