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MUTOXOHOPUAJIbDHBIE 3ABO/IEBAHMA
HA ITPMMEPE CUHIPOMA KEPHCA-CEVIPA:
OB30P JIMTEPATYPbBI C OIIMCAHMEM KIMHUYECKOI'O CIIYUYAS

@.A. Ocynos, A.A. FOnoawes

PaccmatpuBaeTcs ogHo 13 pefgkux 3aboneBaHuit — cuHapom KepHca — Ceiipa, KOTOpOe peako AuarHoCTupyertcs
B NpakTuke Hesporora. M3noxeHbl obwune npeactaBneHns 0 MUTOXOHApPManbHbIX 3aboneBaHusx, ux gopme c npe-
MMYLLECTBEHHbIM HEBPOMIOrMYECKMM NPOosiBlieHneM — 3To cuHApoMbl: KepHca — Cenpa (Kearns — Sayre syndrome —
KSS); mMuToxoHapuanbHas sHuedanonatus ¢ nakrar-aunao3oM U MHcynstonogobHbiMm anmusogamu (Mitochondrial
encephalomyopathy, lactic acidosis, and stroke-like episodes — MELAS); M1OKNOHYC anunencusi ¢ pBaHbIMU KPAaCHbIMU
BonokHamu (Myoclonic Epilepsy with Ragged Red Fibers — MERRF); HeBponatusi, aTakcusi U MUIMEHTHbIA PETUHUT
(Neuropathy, Ataxia, Retinitis Pigmentosa — NARP); atpodusi 3putensHbix HepsoB Jlebepa. MNogpobHo onncaHbl NcTo-
pys, MPUYMHBI U MEXaHU3Mbl Pa3BUTUSA KITHOYEBBIX KMUHWYECKUX MPU3HAKOB, AMArHOCTUKM U Havboree yacTble npu-
YuHbl cMepTh BorbHbIX ¢ cuHapomom KepHca — Ceiipa. PaccmatpuBatoTcst OnbITbl KOMMEr U3 pasHbix CTpaH Mupa,
Kacatowmecs cuHgpoma KepHeca — Celipa. B pabote npuBegeH KIMHUYECKMIA Cryyvan AaHHOro CMHApOoMa.

Krroyesble crioga: HacneAacTBeHHble 3aboneBaHUs HEPBHOW CUCTEMbI; MUTOXOHAPUasbHbIE 3aboneBaHns; MUTOXOHA-
puanbHas MuonaTusl; MUTOXOHApUanbHas aHuedanonatus; cuHapom KepHca — Cenpa; XxpoHuyeckasi nporpeccmpyto-
Las HapyxHas odTanbmonnerns; SHAoKpUMHonaTus; bnokaabl cepaua.

KEPHC - CEVIPA CUHIPOMYHYH MUCAJIBIHIA
MUTOXOHOPUAIDBIK OOPY/TAP: KIMHUKAJIBIK
YUYPOY BAAHIOOO MEHEH ATABUATTAPIA CEPEII CAJIYY
@.A. Ocynos, A.A. FOnoawes

Byn makana cenpek kesfgelikeH oopynapablH 6upu, HeBponorAyH nMpakTukackbiHAa YaHAa raHa aHbiktandy KepHc —
Celipa cuHApOMyHa apHanraH. MblHAa MUTOXOHAPUAnNAbIK 0opynap, anapAblH anpblkia HEepB CUCTEMAachlH Xabbip-
KaTkaH Typrnepy XeHyHAe xannel maansimat 6epunreH. An curgpompaop: KepHe — Celipa (Kearns — Sayre syndrome —
KSS); naktaT-aumgos aHa WHCYMbTKa OKLUOL 3nn30440P MEHEH KOLUTOMIOH MUTOXOHAPUSANbIK dHUedanonatus
(Mitochondrial encephalomyopathy, lactic acidosis, and stroke-like episodes — MELAS); kbi3bin 6ynyyH Tanyanapbl Tbi-
TbinraH muoknoHus Tanmacskl (Myoclonic Epilepsy with Ragged Red Fibers — MERRF); HelponaTtusi, atakcus xaHa
nurmeHTTUK petuHnT (Neuropathy, Ataxia, Retinitis Pigmentosa — NARP); JlebGepa kepyy HepBOepUHUH aTpodusichl.
KepHc — Celipa cMHAPOMYHYH Tapbixbl, cebenTepu xaHa Hernsrm KnuHukanslk 6enrmnepuHnH eHyryy mexasmamaepwm,
AapT aHbIKTOO XaHa oopyryynapablH eyMyHYH 3K Ken Kke3felukeH cebentepu kennpu 6asHaanraH. [ynHeHyH ap Kau-
cbl enkenepyHaery kecuntelwTepavH KepHe — Ceipa cuHapomy G6otoHYa Taxpbiback! kapanraH.

TyliyHOyy ce30ep: HepB CUCTEMACLIHLIH TYKYM Kyydy 0Opyrapbl; MAUTOXOHAPWAnAbIK 0opysiap; MUTOXOHAPUAnabIK My-
onatusi; MUTOXoHApUanaelk aHuedanonatusi; KepHc — Celipa CUHOPOMY; ©HEKeT MPOrpeccuBayy ChIpTKbl 0pTanbMo-
nnervsi; SHAOKPUHOMATUS; KYPOKTYH Briokaganapsl.

MITOCHONDRIAL DISEASES BASED
ON KEARNS - SAYRE SYNDROME: LITERATURE REVIEW
WITH THE CLINICAL CASE DESCRIPTION

FA. Yusupov, A.A. Yuldashev

This article discusses one of the rare diseases — Kearns — Sayre syndrome is a rarely diagnosed disorder in
the neurology practice. The general idea of mitochondrial diseases, their forms with the predominant neurological
manifestation of these syndromes: Kearns — Sayre syndrome (KSS); mitochondrial encephalopathy with lactate
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acidosis and stroke-like episodes (MELAS); myoclonus epilepsy with torn red fibers (MERRF), neuropathy; ataxia and
retinitis pigmentosa (NARP); Lerber's optic nerves atrophy. The history, causes and mechanisms of development of key
clinical signs, diagnosis and the most common causes of death of patients with Kearns — Sayre syndrome are detailed.
The experiences of colleagues from around the world concerning Kearns — Sayre syndrome are being considered.
The paper describes a clinical case of the Kearns — Sayre syndrome.

Keywords: hereditary diseases of the nervous system; mitochondrial diseases; mitochondrial myopathy, mitochondrial
encephalopathy; Kearns — Sayre syndrome; chronic progressive external ophthalmoplegia; endocrine disorders; heart

arrhythmia.

BBenenue. Hacnenctennsle 3a0oJeBaHus
HEPBHOM CHUCTEMBI COCTABISIOT BECOMYIO JOJIIO
B CTPYKTYpE HE TOJbKO HEBPOJOTHYECKOW IaTo-
JIOTWH, HO U B MEIUIIMHE, OCOOCHHO Y JIUI] MOJO-
JIOTO BO3pacTa. BpIcokas pacrnpocTpaHEeHHOCTb,
UX MEIUKO-COIMaIbHAS 3HAYMMOCTh, KOTOPHIC BbI-
paXaloTcsl B TSKECTU TEUEHHSI M BBICOKOM YPOBHE
WHBAJIMAM3ALINY, & TAKXKE B CYLIECTBEHHOM OIPaHU-
YEeHUU NPOAOIDKUTEIBHOCTH KHU3HH MOCIIE YCTaHOB-
JIEHUs JMarHosa, IOKa3bIBaeT aKTyaJlbHOCTb JaH-
Hoii Temsl [ 1]. Hanbonee xapakTepHbIM JUIsl HACTIE -
CTBEHHBIX OONIC3HEH HEPBHOM CHCTEMBI SIBIISICTCS
Ype3BblYaifHOe MHOT000pa3ue UX HO30JOTHYECKUX
(dbopM, TeHeTHYEeCKasi TeTePOreHHOCTh M BhIPaXKEH-
HBIH KIMHAYSCKUN TOMUMOP(U3M, UTO 3HAUYUTENb-
HO 3aTPyAHSIET KIMHUIECKYIO TMAarHOCTUKY [2, 3].

MuToXOoHApHAIIbHBIE 3a00JEBaHUsI — OCOOBIN
KJIaCC HACJICJICTBEHHBIX MAaTOJIOTHH, B OCHOBE KO-
TOPBIX JIeXKAaT HapylleHUus (YHKIMOHUPOBAHUS
MUTOXOHJIPUH, KJIETOYHBIX CTPYKTYp, UYbe OCHOB-
HOU (PyHKIHMEH NPUHATO CUUTATh BEIPAOOTKY dHEp-
rud B Bujae aneHosuHTpHDochara (ATD) myrtem
okucnutensHoro (ochopumuposanus (OD) [2-4].
JI11 MUTOXOHAPHATIBHBIX 3a0071eBaHUN CBOICTBEH-
Ha KIMHUYECKash U FeHETUYeCKas TeTepOreHHOCTb.
OCO0EHHOCThI0 MUTOXOHJPUATIBHBIX 3a00JIeBaHUMA
SIBIISIIOTCS. MYTallMM MUTOXOHJPUATIBHON J1€30KCH-
pubonykienHoBoi kuciaotel (MTHK), xoTopbie
00yCITOBJICHBI MAaTEPHHCKAM THIIOM HACJICTOBAHUS
(B HOpME MHTOXOHJIPHH TIEPEIAFOTCS TOJIBKO 4Yepes
SHIEKJICTKY). MUTOXOHIpUANbHBIE 3a001eBaHUS
MOTYT MOpa)kaThb J00YI0 TKaHb B JIIOOOM BO3pacTe
U B JIOOBIX (pOopMax HaclIeZOBaHHUS.

Pacnipoctpanennocts mytaruu MTIHK Tou-
HO He omnpezenena, mo maenuto Elliott H.R. u co-
aBT., 110 KpaitHei mepe, | u3 200 310pOBBIX JIHIL, KTO
umeetr mytanuu MT/IHK, noTeHnumanbHo ciocoOeH
BBI3BaTh MATOJIOTUIO Y TOTOMKOB KEHCKOTO HOCHUTE-
ns [2, 5, 6].

Brimemnsiior pasmuaabie (popMBI MUTOXOHIPH-
aJIbHBIX OOJIC3HEH, OTHU M3 KOTOPBIX CICIU(MUIHBI

JUISL PaHHEro JIETCKOTO BO3pacTa, JIpyrue MOryT
JIMaTHOCTUPOBATHCS M Y MAlUEHTOB CTapILIMX BO3-
PacTHBIX rpymnil (BIUIOTh A0 CEAbMOTO IECATUIICTUS
KU3HH). Hambonmee W3BECTHHIMH W OTHOCHTEIH-
HO YAaCTO BCTPCYAIONINMUCS HEBPOJIOTHICCKIMHU
MIPOSIBJICHUSIMU HA TIPAKTHKE SBISIFOTCS HECKOJIBKO
(hopM MUTOXOHJpUANBHBIX OoJne3Heil. K HuM oTHO-
cATCS:
» cunapom MELAS (MutoxoHApuambHas JHIIE-
(ayonaTrs, TaKTaT-aIMI03 ¥ WHCYIBTOION00-
HBIC JITHU30/1b1);

» cunapom MERRF  (MuoKIOHYyC-3MAICHICHS
C pBaHBIMHU KPAaCHBIMU BOJIOKHAMH );

» cunapom NARP (HeBpomatus, aTakcusi U TIHT-
MEHTHBIH PETUHHT);

» cunapom Kepuca — Ceiipa (CKC);

» arpodus 3puTesbHBIX HepBOB Jlebepa [6-9].

[TompoOHO pa3bepeM  CHMITOMOKOMILICKC,
KOTOpbII BHepBble onucaH asropamu T.P. Kearns
u G.P. Sayre B 1958 rony. B 90 % cnyuaes [10]
3a00JICBaHUsI HOCAT CHOPAJAMYCCKUI XapakTep
C TpUAJOM:
>  pebror o 20 er;

»  XpOHHYECKass  IPOrPeCcCUpYIOIas

Hasi 0QTaIbMOILICTHS;
> MUTMEHTHAasA PETUHONATUSA, a TAKIKEC OAUH (I/I.HI/I

HECKOJIbKO) CJIEeAYIOIUX MPU3HAKOB — aTpHO-

BEHTPHKYJSIpHAsT OJoKama cepima, MO3Ked-

KOBBIIf CHHIPOM, ITOBBIIICHHE YPOBHS Oeika

B I1epeOpPOCITMHAIBHON JKUJIKOCTH A0 1 T/I.

XapaktepHass OCOOCHHOCTh O(TaIbMOIIETHH

B TOM, 4YTO OHa HE COYETACTCA C HI/IHHOHI/ICﬁ u,

KaKk MpPaBHIJIO, CONPOBOXAACTCS CHMMETpPHUY-

HBIM IITO30M.

Cepaeunble nposiBiaeHus BoIBIAOTCA y 50 %
OonbHBIX ¢ cuHapoMoM Kepuca — Ceiipa [7, 11, 12].

O030p nuTEeparyphl, MpUBEACHHBIH [mamura
T. u coasr., ¢ yuactuem 112 manueHToB ¢ CUHIpO-
moMm Kepuca — Cetipa (CKC), acconuupoBaHHBIM
C apUTMHEH, ITOKa3aj, 9TO apUTMUS CHAYaja MpOosiB-
TSUTach B BUJIE OJIOKAIbI HOXKEK Imyduka [ mca, kotopas

HapyxX-
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3areM Iepepociia B aTpHOBEHTPUKYISPHYIO Ol0Ka-
1y (ABB) u, npumepno, y 50 % rpynms! BHocnea-
CTBHH IIporpeccupoBaina B monnyo ABbB [13].

Knunuueckasi reTeporeHHOCTb CUHIpOMa JaeT
OCHOBAHUE BBIACIIATE ITOJTHBIN U HETIOMHBII BapraH-
ThI TaHHOTO 3a00JieBaHus. [10HBIN BapuaHT BKITIO-
4yaeT OOJBIIMHCTBO BBINICOMUCAHHBIX CHMIITOMOB.
[Ipu HemonHOM BapuaHTe HauOoJee XapaKTePHBIM
SIBIISICTCS] COYETAHUE XPOHUUECKON MPOrpeccupyro-
e HapyXHOH OQTalbMOIJIErud, MUOMATHYECKO-
TO CHMIITOMOKOMIIJICKCA M OJHOTO U3 YHOMSHYTHIX
BBIIIIE OOJIUTATHBIX TTPU3HAKOB [7-9, 14].

Cungpom Kephuca — Ceiipa (CKC) Bo3HHKaeT
B pe3ylibTaTe KPyNMHOMACIITAOHBIX OAMHOYHBIX Jle-
nenuit (unu nepectpoek) MTIHK, koTopbie 00bI9HO
HE HacleIylTcs, a BO3HUKAIOT CIIOHTaHHO, BEpO-
SITHO, HA YPOBHE 3apOIBIIIEBBIX KICTOK WM OYCHb
paHo B SMOpHOHAIILHOM pa3BuThH [15].

[TomucucreMHblit  XapakTep MOPAXKEHUA IIpU
MUTOXOHJPUAIBHBIX 3a00JIeBaHUSX 3HAYUTEIBHO
3aTpyaHsIeT CBOEBPEMEHHYIO THAarHocTuky. Haubo-
Jiee 4acTo MOPakatoTCsi CUCTEMBI OPraHOB C BBICO-
KOW DHEPreTHYECKOH MOTPEOHOCTHIO: IICHTpaIbHAS
HEpBHAsI CHCTEMa, CKEJIETHBIC MBIIIIIHI, KAPIHOMUO-
LUTHI, OPTAHBI 3PEHHS, ITOYKH, MEYCHb, KOCTHBIN
MO3T, PHIOKpUHHAs cuctema [14, 16, 17].

CKC otHOCHUTCS K O4YeHb peaKkuM 3adolieBa-
HUSM M TOYHAs PacHpOCTPAaHEHHOCTb €ro HEeu3-
BectHa [10]. ['ennepHble pa3nuuns HE BBISBISIOTCS
[14, 18].

Berio A. 1 coaBT. cOOOMIAIOT, YTO TIPHU CHHJIPO-
me Keprca — Celipa Hapangy ¢ nedkogucTpodude-
CKMMH W3MEHEHHMSMHU BBISBIAIOTCS JICHKOIUCILIA-
ctudeckue uzmenenus [19].

[pexneBpeMeHHas] CMEPTh OOBIYHO HACTYIIAET
U3-32 HApYIICHUS CEPACIHON IPOBOIUMOCTH, a TIPH
AyTOTICHH B CKEJICTHBIX MBIIIIIAX BRISIBISIIOTCS Kpac-
HBbIC PBaHbBIC BOJOKHA U TOJ] MHKPOCKOIIOM — aHO-
MaJIii B MUTOXOHApHsIX [20, 21].

Kuananuecknii cirydai

[amment M., 26 net, MOCTYIHI B HEBPOJIOTH-
yeckoe otrnenenre Ockoid Mexo0JacTHON 00be-
JIMHEHHOW KJIIMHUYECKON OONBHULIBI C Kajlo0aMu Ha
OIyIICHHE BEK C JIByX CTOPOH, OTPAaHUYCHHE J[BHU-
JKEHHME TIIa3HBIX S0JIOK, MEePUOTUYECKHE MOTepPXH-
BaHUs MPH IPUEME MUK, CHUKEHHUE 3BYYHOCTH IO~
Joca, c1aboCTh B KOHEUHOCTSIX, MIOXyAaHUE, OOIIYI0
€1ab0CTh, OBICTPYIO YTOMIISIEMOCTD (PUCYHOK 1).

U3 anamneza 601e3HN U3BECTHO, YTO BIICPBHIC
OBUT KOHCYJNBTHPOBAH 3HJOKPHUHOJIOIOM IO MOBO-
Jly OTCTaBaHMs B Pa3sBUTHU B 17-I€THOM BO3pacre,
MOJy4all CTallMOHAPHOE JIEYeHUE Y IHIOKPUHOIO-
ra ¢ auarHozoMm “KoHcTHTynMoHanmpHas 3anepik-
Ka pocTa U IOJOBOTO Pa3BUTHUS. DHIAEMUYECKHH
muddy3HbI dyTupeon b 300 1 cr.”. Tloctymun
C JKajo0aMu Ha CyXOCTh BO PTY, JKax11y, MOXy/JIaHue,
CYXOCTb KOJKH UM MBIIIEUHYI0 cnabocts. [1pu obcre-
JIOBaHWU B OOIIMX aHajIM3aX KPOBU U MOYM HOp-
MaJIbHBIC [TOKa3aTelH, caxap KPOBU — 5,6 MMOIIB/IL.

Penmezenozpagpua pyk: KocTHplll BO3pacT =
10-12 ner.

Penmezenozpaghusa uepena 6 00Koeoii npo-
exyuu: Typeukoe cemio 0e3 0COOCHHOCTEH.
C 18-neTHOTrO BO3pacTa BIEPBbIC 3aMETHIIH JPY3bs,
YTO BEKU IMOCTENEHHO Hayald OmycKarbcs. boib-
HOH caM Ha 9TO 0co0Oro BHHMaHHs He oOpamiai
U He 00CIIeIoBacs, 328 MEAUIIMHCKON TTOMOIIBIO HE
obpamaicsa. [loctemenHo omymieHWe BEK YCHIIH-
JIMCh, TIPUCOCTMHUIIOCH U3MEHEHHE T0JI0Ca, B BHJIE
yMeHblIeHHe 3By4HOCTH. [lapasnnensHo HapacTtamu
o0m1as cnaboctsh, BaocTh. KoHcynsTupoBaH HEBpo-
JIOTOM IO MECTY JKUTEJIbCTBA BBICTABJIEH IUArHo3:
“Muacrenus” U ObUT HA3HAYCH KAJIMMUH, OT TIpHe-
Ma KOTOPOTO OONBHOW CaMOCTOSITETIHPHO OTKA3aJICs
u3-3a orcytcTBus 3ddekra. B nuHamuke Oose3Hb
MPOrpeccUpoBaa, BCICACTBUE YEro MOoJydan CTa-
LMOHApHOE JieueHue ¢ AuarHozoM “OdranbMoriie-
ruyeckas Muomnarus’, Ho 6e3 ocoboro s dekra.

H3 anammuesa ycusnu: poauiics ot BTopoi Oe-
peMEeHHOCTH, 2-X ponoB, 3 kr 900 r. XoauTh Hauam
¢ 11-ro mecsna. Peub mosiBUIIach ¢ mosyTopa JeT.
VYTBepxkaaeT, YTO BCE WIEHBI €r0 CeMbU OBUIN 3/10-
POBBL.

IlIpu o6vexkmuesnoii oyenxe: bonbHOW TIOHH-
XKEeHHOro nuranus. Koxa u BUIUMBIE CIM3UCTbIE
000JI0YKH OOBIYHOM OKpacKu, mepuhepruIecKux
OTEKOB HET. B koke jasoHell oTMeyaeTcsi CyXoCTh
u menymenue. Temneparypa — 36,6, poct — 165 oM,
Bec — 46 k. UMT — 16,9. [IpixaHue Be3UKYJIspHOE,
XPUIIOB HET.

Uucno npixannii — 18 B munHyTy. Cepiednbie
ToHBI — putMuuHble. YCC — 67 ya. B muH, nedu-
UTa IMyJbca HET. ApTepHalbHOC JaBICHHE —
110/70 MM pT. cT. S3bIK — BakHbI. [leyens u ce-
JIe3eHKa HE YBEJMYEHbI, TOYKH HE MabIUPYIOTCA.
Cryn u nuypes peryispHblil.
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Pucynox 1 — Buemnuii Bun namuenta M., 26 aer

Heeponozuueckuii cmamyc: Co3Hanne — co-
XpaHeHo. Bo BpeMEHM W MECTE OpHUCHTHUPYETCS.
Peur — THXas MOHOTOHHas. AQOHHYHBIA ToJIOC.
IIpu ouleHKe KOTHUTUBHBIX (DYHKLIKH 10 MoHpeasb-
ckoit mkane — 16 6amios u3 30 (N 26-30).

YMH: TIto3 ¢ 1ByX CTOPOH. 3paukul OKPYIIIOH
dopmbl, UX (oTOopeakIus KUBas, TBUKCHAE 000UX
IJ1a3HBIX SOJIOK OTPAaHUYCHBI BO BCE CTOPOHBIL. JInI0
CUMMETpHUUHOE. S3bIK 0 cpenHeil auHuu. [orou-
HBIN pedrexc pe3ko cHIKeH. PBOTHBIN peduiekc oT-
CYTCTBYET. MblllIeuHasi CUJia BO BCEX KOHEYHOCTAX
muddy3HO CHIDKEHAa W OICHHMBaeTcs B 4,5 Oaia.
ToHyC MBI BO BCEX KOHEYHOCTSAX CHMXKEH. UyB-
CTBUTCIIFHOCTh HE HapymieHa. B mose PombGepra
crerka momareiBaeTcsi. CTaTOJIOKOMOTOPHBIE TIPO-
OBl BBITIONHSET YeTKO. MEeHUHTeaIbHbIX 3HAKOB HET.
OYHKINHU Ta30BbIX OPIaHOB KOHTPOJIHUPYET.

Jlabopamopno-uncmpymenmanvHole oan-
note: OOMUi aHATU3 KPOBH, ICUCHOYHBIC U MTOYCT-
HBbI€ TECTHI, JUIHUIHBIN CIIEKTP B IIpeiesIax HOPMBI.

B ananmzax MouM oTMe4aeTcs MPOTCHHYPHUS —
640 mr/n. Jlakrar xpoBu — 3,1 mmons/i (N 0,5-2,2).
Mapuuansuoe nasnenue (I1J]) yrmexucnoro rasa
B kpoBu (pCO,) — 50,7 mmHg (N 32,0-45,0), TI/]
xucnopozna B kposu (pO,) — 29,9 mmHg (N 75,0
100,0). I'moko3a kpoBu HaTomak — 80 MMOIB/I.
TTT, ¢cBT,, T, — B HOpM™eE.

MPT z2ono6nozo mozza. Ha ypoBHEe TeMEHHO-
BHUCOYHO-3aThUIOYHBIX JOJIed O0OMX MOIyILIapHid
TOJIOBHOIO MO3ra € YaCTHUYHBIM 3aTparuBaHUEM
JOOHBIX JOJIeH ompeenstoTes TudPy3HO pacrpo-
CTpaHEHHbIE OOIIMPHBIC JIByCTOPOHHUE OTHOCH-

TEJNFHO CHMMETPHYHBIC YUACTKH, a TAaKXKe Ipocie-
JKUBAKOTCSI OYard B MPOCKIIMU BaJIKa MO30JIUCTOTO
TeNa, 3aJHUX OTJENIOB MOCTa, MUPAMHUIHBIX MyTeH
¢ 00eHx CTOPOH M MO MEPUBEHTPHUKYISIPHOMY Be-
mectBy IV xenynouka, ¢ ycuiennem MP-curnana
B T2-BU, FLAIR wu cnaboBbipaxennbie B DWI-
peXHMax HcCIenAoBaHus. 3axawuenue: TAPPy3-
HbIC OTHOCHTEIILHO CHUMMETPUYHBIC TIOPAKCHHS
MOJyIIaApUi TOJMIOBHOTO MO3Ta, MOCTa, MHPaMH/I-
HBIX TYTEH M MEepPUBEHTPUKYISPHOTO BEIIECTBA
IV xemynodka, COOTBETCTBYIOLINE C ONPEAEICHHON
BEPOATHOCTHIO ~MIUOMATHUECKOM  (TOKCHYECKOMH)
JeHKodHIIe(amonaTuu,  TOKCHKOMETA00INIeCKON
sHIE(DaTONaTHH, ¢ HEMHOTOYHCICHHBIMA METKUMU
oyaramu rimo3a (pUcyHOK 2).

MCKT opzanos epyonoii knemku. 3aKi.: aje-
HOIATUS TTOMBIIICYHBIX JUM(PATHUCCKUX Y3IIOB.
Jpyrux maHHBIX 32 HAJHYHE OYArOBBIX, JOIIOIHH-
TEJBHBIX MMATOJIOTMYECKUX 00pa3oBaHMi, HHOUIBT-
pauuii B opraHax TPYAHOW KJIETKH HE IOJYYEHO.
B mone uccnenoBanus — HepUT, IIIOMEpyIOHED-
pUT ciieBa.

IKT': Putm cunycosoii. YUCC — 66 B muH. [To:-
Has Onokazaa mpaBoi Hoxku nmyuku ['mca (ITHIID).
OxoKI -mannbpie B HOpME.

DIrI: YMmepeHHbIe 00IIEMO3TOBbIE U3MEHEHUS
Ha (oHe muddy3HOTO CHIKECHUS (PYHKITMOHAIBHOM
AKTUBHOCTHU KOPbI. CHHKEHUSI PEaKTUBHOCTH.

Y3H wiumosuonou scenezvl. 3akn.: MHUTO-
BUJHAs jKeJe3a pasMepamu npaBoil gomu 14 x 13
x 38 MM, neBoit gonu 14 x 16 x 34 mwm, nepemeii-
Ka 3,2 MM, ee MapeHXHMa HECKOJIbKO AuQQy3HO
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Pucynok 2 — MPT ronosHoro mosra namuenta ¢ cunapomom Kepuca — Ceiipa

TOBBIIIEHHON 3XoreHHocTH. lIpu3HaKoB ouyaroBoit
MATOJIOTUH HE BBIsABICHO. OObeM MIMTOBUIHON JKe-
ne3bl — 7,2 mut. JloobcnenoBaTh 1abopaTopHo.

[Touku pasmepamu crpaBa — 107/48 mwm, cie-
Ba — 110/45 MM, 6000BHUIHON (HOPMBI, KOHTYPBI
WX He4eTkue, poBHbIE. CTPYKTypa apeHXUMBI He-
OJTHOPOJIHAS, B ITPABOH MOYKE ONPEACISIOTCS KHUCTHI
pasmepamu a0 13,0 MM U MeHee, B JIEBOM MOYKe
KHCTHL 10 16,0 MM U MeHee ¢ TOMOTI€HHBIM COAep-
KaHueM. YammeuHo-J0XaHOUHAsl CHCTeMa YIUIOTHe-
Ha, nehopMUpPOBAHA U CIIETKAa pacIIupeHa ¢ 00enux
CTOPOH, KOHKPEMEHTOB HeT. [10JBMKHOCTH TOUYEK
coxpaHeHa. B OpIOIIHOW TMONOCTH 0OYaroBO-WH-
(uNbTpPaTUBHBIX M 00BEMHBIX 00pa30BaHUi HE BbI-
SIBIICHO.

3aknwouenue: XpoHWYCCKUH  XOJICIHCTHT.
XpOHUYECKHIA TBYXCTOPOHHUH nuenoHepput. Jlan-
HbIC OOJIBIIE 32 MOJTUKUCTO3 00SHX TIOYCK.

Koncynomayuu: Oxynuct: VD —0.8, VS —0.2.
PoroBunia npo3paunas, kamepbl cperHeil TTyOuHbl,
3padok 3 MM, enazHoe OHO: AUCK 3PUTEJIBHOTO He-
pBa ([A3H) OnemHO-pO30BBINA, TPaHUIIBI YETKHE,
apTepuH y3KHe, BEHHI IOJHOKPOBHEIC, HM3BHTHIC.
/13: Yactuunblil To3 o0oux ma3. Odrambmorie-
rusi 00OuX ra3. AHTHONATHSI COCYIOB CETYATKH
o0oux rma3. CMelaHHbIi acTUTMaTu3M 000HX TJ1as3.

Kapouonoe, 3axniouenue: llonnas Onokana
MpaBOW HOXKKM ITyuka ['uca.

Hegponoz J[3: Tlonukucrod o0eHX TMOYECK.
BropuyHblii uenoHeppurT.

Auookpunonoz J3: Dunemudeckuit 1uddys-
HBIi 300 I cT.

Ilpozepunosas npoé6a — oTpuULATENIbHA.
Ot mpoBeaeHUst JIIOMOANbHOW MyHKIMM OOJIBHOMN
Y MaTh OTKa3aJHCh.

Juddepennmanpaas TUarHOCTHKA MpOBEICHA
CO CJICAYIONTMMH 3a00JICBaHUSAMU: TIIA3HOH (hopMoid
MHACTCHHUH, MHUOIMATHUECKOW O TaIbMOIUICTHEH,
BTOPUYHON MHUONATHEH U JEMUEIMHHU3UPYIOLUMU
3a0oneBaHUsIMH HEpBHOU cucteMsl. llocne mpo-
BejieHus1 U PepeHnnanbHON JUArHOCTUKHA  OBLIT
YCTaHOBJIEH JHarHo3: MUTOXOHIpUaIbHOE 3a001e-
Banne. Cunapom Kepuca — Ceiipa ¢ yMepeHHBIMH
KOTHUTHBHBIME Hapymenusmu (MaCo-16), muorna-
THel ¢ nepunmrom maccsl Tena UMT — 16,9.

HNudopmanuonnoe coriacue. JlaHuble nauu-
€HTa MyOJIUKYIOTCS [0 €r0 COMIACHIO.

3akiouenue. Takum 00pazom, OCBEIOMIICH-
HOCTb Bpayeil, He TOJbKO HEBPOJIOIOB, HO U JIpY-
THX CICNHAINCTOB, OCOOCHHO IIEPBUYHOTO 3BCHA
3pAaBOOXPAHEHUS, O KINHUYECKUX IPHU3HAKaX
MUTOXOHJIpUAIbHBIX  3a00JIeBaHUM, OmpeaenseT
MPAaBUJIbHBIA JUArHOCTUYECKU TOUCK 0e3 M-
HUX TpaT BPEMEHH U CPEACTB, ONPENEIseT TAKTUKY
BBEJCHMS U YIyYILAeT KaueCTBO XU3HHU OOJIBbHBIX,
B JaHHOM ciryyae ¢ cuaapomom Kepnca — Ceiipa.
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