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BOJIE3Hb BPAUTA-®AHA-IIIBAPIIA (PE3YJIBTAT ABYXJIETHEI'O
KINHHNYECKOI'O HABJIOAEHUSA)

Hoinun I1.C., Jlumeunenko U.B., Emenun A.10., Camapues U.H., Andpees P.B., /lenexun U.B., Haymoe K.M.

Boenno-mennmumHckas akagemus nmern C.M. Kuposa, Carkr-IlerepOypr, Poccus

Pe3tome. [Ipedcmasnsemes pe3ynomam 08yXJemHe20 HAONOOeHUs NAYUEHMA C COYemAaHuemM CUHOPOMO8 NAPKUHCO-
HU3MA U BOKOBO20 AMUOMPOPUUECKO20 CKIIEPO3a — PEOKOU (popMbl HEUPOOe2eHEPAMUBHO20 3A00NE6AHUSL YEHMPAlb-
HOU HepeHOU cucmembl, Hocauell Hazganue «bonesnv bpauma—®@ana—ILlleapyay. Mnozoobpasue u norumopgusm
CUMNMOMAMUKY NPU SMOM 3a001€6AHUU MO2YM NPUBOOUMb K CILONCHOCMSIM 6 NOCMAHOGKe OUACHO3d U Mepanui.
Ilpugedenvl OanHbie aHaMHe3a NAYUEHMA, OUHAMUKY KIUHUYECKOU KAPMUHbL 34 8PeMsl HAXOJNCOEHUs 8 CIMAYUOHA-
pe, NPOBeOeHHbBIX OUASHOCMUYECKUX U TeYeDHbIX MEPONPUAMULL U NOCTE0YIOWe20 KamaMHeCmu4ecko2o Habiro0eHUs.
B 3axntouenue npedcmasieno 0606ueHue 0cobeHHOCmel KIUHUYECKOU KAPmuHbl U NPO2PecCcupo8aniis paccmampu-
6aeM020 3a001e6aHUsL.

KnoueBsle c10Ba: MapKHHCOHHM3M; OOKOBOH aMmOTpodmueckuit ckiuepos; Oone3ns bpaiira—Dana-IllBapia;
HelporereHepanus.
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BRAIT-FAHN-SCHWARZ DISEASE (RESULT OF TWO-YEAR CLINICAL FOLLOW-UP)
Dynin PS., Litvinenko 1.V, Emelin A.Yu., Samartsev I.N., Andreev R.V., Lepekhin I.V.,, Naumov K.M.
Saint Petersburg S.M. Kirov Military Medical Academy, Saint Petersburg, Russia

Abstract The article presents the result of a two-year follow-up of a patient with a combination of parkinsonism syn-
dromes and amyotrophic lateral sclerosis, a rare form of a neurodegenerative disease of the central nervous system
called “Bright-Fan—Schwarz disease”. The diversity and polymorphism of symptoms in this disease can lead to dif-
ficulties in diagnosis and therapy. The data of the patient s anamnesis, the dynamics of the clinical picture during the
stay in the hospital, the diagnostic and therapeutic measures taken, and the subsequent follow-up are given. In conclu-
sion, a generalization of the features of the clinical picture and the progression of the disease in question is presented.
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WNCCNEAOBAHNA N KNIMHUYECKE HABITIOAEHWA

BBenenmne. BnepBble coueraHue cUHIpoMa map-
KHHCOHM3Ma W CHHApPOMa TOPaKEHUS HEHTPaJIbHOTO
u rnepruepuIeckoro MOTOHEHPOHOB OBUIO ONMHCAHO
B cepeanHe XX BeKa y TEHETHUECKH Pa3IUYHBIX MOIMY-
JSILMKA HaceJICHHs Psiia TEPPUTOPUIN 3amaHON 4YacTh
Tuxoro okeana (octposa ['yam, Pora, momyoctpoB Kumn)
[1]. B 1945 r. amMmepuKkaHCKHI BOCHHO-MOPCKOM Bpad
H. Zimmerman crtan nepBbIM, KTO COOOIIHII O BRICOKOH
YacTOTe BCTPEUAEMOCTH OOKOBOTO aMHOTPO(HUIECKOro
ckieposa (bAC) y kopeHHBIX xuTeneit octpoBa ['yam —
HapoJa YaMoppo. ITo HabIroneHue ObLIO MOATBEPIKIC-
HO napyrumu uccinenoBarensmu [1-3]. Ilociae muOoro-
snerHero Haobmonenus B 1954 r. L. Kurland u D. Mulder
00HapyXuiH, 4To yactota Bcrpedaemoctu BAC B yka-
3aHHOMU reorpaduyeckoii 30He gocturaet 100-kpaTHOTO
MIPEBBIIICHNST B CPaBHEHUU ¢ oOmemMupoBoi [3]. Bmo-
cnenacteun L. Mulder 1 coaBT. onucanu CHHIPOM map-
KHHCOHHM3MAa M JEMEHIIUH, HAOIIOMaBIIMNCS Y MHOTUX
MAIMeHTOB CPead YaMOppo, B TOM YHCIE C HaJHYUEM
BAC, pe3ynasraToMm 4ero crana OTAeIbHas HO30JI0THYe-
ckas (popma, moTy4yMBIIas Ha3BaHHE «OOJIE3HH OCTPOBA
I'yam» (BAC + napkunaconm3M + nemennwst) [4]. B 60-x
rogax XX Beka cllydad JaHHOTO 3a00JICBaHMS TaKKe
OBUTH 3apernCTPUPOBAHBI Ha JIPYTHX OCTpoBax Twuxo-
ro OKeaHa 3TOW reorpaduueckoll 30HBI, B YACTHOCTH,
Ha STIOHCKOM ToyocTpoBe Kun.

Criopagnueckue ciay4dal COYETAaHUS CHHJIPOMOB
BAC u neBopona-4yBCTBUTENBHOTO MAPKUHCOHU3MA, HE
UMeroIIre reorpaduyeckoil MpUHAUIEKHOCTH, CPAaBHU-
TeJIbHO penku. Kpome Toro, psm HO30I0THIeCKIX GopM,
BKJTIOYAOIINX CHHIPOM MapKUHCOHMU3MA, MOYKET COTIPO-
BOXKIAThCS WHOW HEBPOJOTMYECKOW CHUMITOMATHKOH.
[Ipumepamu Takux CUTyallMii MOTYT CIYXHTbh MYJIBTH-
cucreMHasi arpodus ¢ mpeoOagaHreM CHHApPOMA Tap-
kuHCOHM3MA (TUT «[1») rmu 6os1e3Hb TG GY3HBIX TEel]
Jleu [5, 6]. B aTux ciay4asx OBICTPO MPOTPECCUPYIO-
mas TUpaMHIHAs CHMIITOMATHKa W/WIK HapacTaHue
KOTHUTHBHOTO Je(QUINTA TaKKE COITyTCTBYIOT CHHJIPO-
My MapkuHcoHu3Ma. OJHAKO NMPH HAJTUYUK OTYETIH-
BOI MHUPaMUIHON CUMIITOMATHKU HApSALy C CHHIPOMOM
MapKUHCOHM3MA K HEOOXOMMOCTH TU(depeHITnaTEHON
JUArHOCTUKHU C BO3MOXHBIM cuHapomMoMm BAC + map-
KMHCOHHM3M MOTYT MPHUBECTH KaK HAIWYHE «HEIPKUX»
KIIMHUYECKUX TPOSIBIICHUI BOBJICYCHHS B IATOJIOTH-
YecKHid mpoliecc nepuepuieckoro MOTOHEHpoHa, Tak
W pe3yabraThl 3jeKTpoMmuorpaduu. Brepsble momo0-
HBIH Teorpaguueckn HeacCOMHPOBAHHBIN CHMITOMO-
koMmruieke Obut mpenctasneH K. Brait u coasr. B 1973 1.
M TOJY4YHJI Ha3BaHue «0oje3Hb bpaiira—dana—IllBap-
na» [7]. Onucanuii moJOOHBIX CIIy4aeB B POCCUUCKOH
1 3apyOexHOU JmTepaType HauuTbiBaeTca menee 100
[8—10]. Kpome Toro, kpaiiHe peK1 ONUCAHUS C JAHHBI-
MH KaTaMHECTHYeCKoro HaOmroneHus. llpencrasisem
ONYCaHMe AaHHBIX ABYXJIETHETO HAOMIOACHHUS TaLllUCHTa
¢ xommuiekcoM BAC + mapkuHCOHU3M 6€3 BBIpaKEHHBIX
KOTHUTHBHBIX HAPYIICHUH.

[TamuenT B., 64 romga, mocTymui B KIIMHUKY B Jie-
kabpe 2020 r. [Ipu mocTyieHNH NpexbsBISIT KaJ00bI
Ha 3aMEUIEHHOCTh M HEYETKOCTh PEYH, OrpaHUYCHHE
1 3aME€JVIEHHOCTD JIBUKEHHUI TYJIOBHUIIA U KOHEYHOCTEH
BCJIE/ICTBHE BBIPAKEHHOW CKOBAaHHOCTH, YXYIIICHHE
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MEJKOM MOTOpPWKH. YKa3zaHHBIE NPOSBIEHHUS 3aboie-
BaHMsI C MX IIOCTENEHHBIM MPOrPECCHPOBAHUEM Hayall
ormeuars ¢ 2018 . B mociemuunii rom Takyxe OTMETHII
Hebonbinoe nuddysHoe nmoxyaanue. TpaBMbl, yHoTpeo-
JIeHNEe TOKCHYECKHUX BEIIECTB, MPEAIIECTBOBABIINE
Pa3BUTHUIO BBILIETIEPEUNCIEHHOW CUMIITOMaTHKH, OTPH-
1maeT. AMOynmaTopHO ObUTa BBIITOJIHEHA MarHUTHO-PE30-
HaHcHas Tomorpadus (MPT) ronoBHoro Mo3ra, kotopas
HE BBISIBWJIA HAJIMYUS aTpOOUUECKUX M COCYIUCTBIX
HM3MEHEHUH B CTPaTeTMYECKH Ba)KHBIX 30HAX, UMEJIUCHh
MPU3HAKK MUKPOAHTHONATHU. M3 anamHe3a KU3HH 00-
pamano Ha cebs BHUMaHHE YINOMHHAHHE MAlMEHTOM
0 HAJIMYHMH Y MaTepyu BEpOsATHON 0oJie3Hu Asbrreiimepa.
Comarndeckuii cratyc 0e3 maToJIOTUH.
Hesponoruueckuii craryc npu NOCTYIUIEHUH: CO-
3HAaHUE SICHOE, KOHTakTeH. B mpocTpaHcTBE, BpeMeHU
¥ COOCTBEHHOH JMYHOCTH OpueHTHpoBaH. OOOHsHUE,
BKYC, CITyX HE HapylIeHbI. 3pauky MPaBUJIBHOW OKPYT-
no#t popmel, cpenHaux pasmepoB, D = S. doropeakinu
(mpsimast ¥ coppy>kecTBeHHas1) kuBble, D = S. Peakuus
3padykoB Ha AaKKOMOJAIMIO, KOHBEPTeHIMIO COXpaHe-
Ha. Hapymenus noseil 3peHust He BBIABIEHO. [[Buxke-
HMS IJa3HBIX S0JOK B IOJHOM OObeMe. 3aMemjieHue,
HCTOLICHHE BEPTUKAIBHBIX U TOPU30HTAIBHBIX CaKKal.
JIBrokeHus T1a3HBIX SI0JOK HOCAT HEPUTMHYHBINA (TIpe-
PBIBUCTHIN) XapakTep. Hucrarma Het. [lunionuo oTpu-
naeT. HanOpoBHbI, KOpHEadbHBIA peduIeKChl KHBBIC,
D = S. JIuno cummerpuynoe. I'unomumust. [710TouHBIH,
HEOHBINA peduiekchl xuBble, D = S. SI3BIK MO cpemHeit
JUHUH. Onu3oandeckue GUOpHUIAIUHN B s3bIKe. Pedb
TUIOXO pa3bopUmBasi, 3aMeJIeHHas, C HOCOBBIM KOMIIO-
HeHTOM. [ 1oTanue He HapyIieHo. Pediekchbl opanbHOro
aproMmarusMa Omnmenreiima, bexrepesa, Mapunecky—Pa-
JOBUYH C IBYX cTOPOH. O0BEM aKTUBHBIX U MTACCHUBHBIX
JBMKEHUI B KOHEUYHOCTSAX ITOJIHBIA. ENMMHWYHBIE CITOH-
TaHHbIE WM TPOBOLUpYEMbIe (HACIMKYJSIPHBIE MOAEP-
TUBaHMS MBI TUIEYEBOTO Tosica, Oenep. MeimeyHas
CWJIa yIOBIETBOpUTENbHAS. /JJuHaAMOMeTpuss — cpasa
40 xrc, ceBa 28 krc. [IpoOs1 Ha CKpBITHIE TAPE3BI OTPH-
naTeabHble. MBIIIIEUYHBIH TOHYC B KOHEUHOCTAX U3MEHEH
M0 JKCTpaMupaMUIHOMY THUTY ((pEHOMEH «3y04aTroro
konecay). Omuroopaaukunesus, S > D. [loepxHOCT-
HbIe OpIomIHbIE peduiekchl He BBI3BIBAIOTCS. [ryOokme
pedreKchl ¢ BepXHUX M HW)KHUX KOHEYHOCTEH KHUBBIE,
S > D. IlomomBeHHbIH pedeke HU3KHUH ¢ IByX CTOPOH.
[laronornyeckue mNUpaMHUIHBIE KHCTEBBIE pPEdIEeKCH
Poccommmo, Toddmana cieBa. Ilaromormdeckux -
paMHIHBIX CTONMHBIX pedrexcoB HeT. Hapymenuii mo-
BEPXHOCTHOM 1 TITyOOKO# YyBCTBUTEIHHOCTH HE MPEIb-
sBisieT.  KoopnuHatopHble TpoOBI  (MANBLEHOCOBYIO,
MATBIIEMOJIOTOYKOBYIO, MSATOYHO-KOJIEHHYIO) BBIITOHS-
eT yaoBJieTBopHUTenbHO. B mpobe Pombepra ycroiiuus.
IIpoby Temenapa kKommeHCHUpYeT OXHHM ImaroM. CuM-
NTOMOB HaTsKEHHsA HET. MEeHUHTeaIbHbIX 3HAKOB HET.
OYHKINN Ta30BbIX OPraHOB, CO CIIOB, KOHTPOJHPYET.
ITo pe3ynbTaraM KpaTkoi MIKaIbl OLEHKH ICUXUUECKOTO
craryca, 6arapeu JIOOHOW TUCHYHKITUH, TECTa PUCOBA-
HUSI 9YacOB — HApPYIICHHs KOTHUTHBHBIX (DYHKUMH He
BbIsiBiIeHO [11-13]. Taxke ¢ ydeToM HajIW4dusi CHHJIPO-
Ma TAapKUHCOHM3Ma M HEOOXOAMMOCTH HCKITIOYEHUS
JIBYX CaMOCTOSATEIbHBIX 3a00/IeBaHUI TAIMEeHT OBLI
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Tab6numna 1
JnexkTpoMHOrpadguuecKoe uccae0BaHue, CIOHTAHHASI AKTHBHOCTh
OTtBenenue denomen Amniuryaa, MmeB KosaunuecTBo

mm. Deltoideus, Axillaris dexter C5 Cg Ilo3uTuBHBIE OCTPHIEC BOIHBI 127,6 2
mm. Trapezius, Accessorius dexter C, C; C, [Norennmans! pudprLIAIIAN 28,7 2
DacuuKyIsIIuN 370,3 7

mm. Trapezius, Accessorius sinister C, C; C, DacuuKyasIuu 537,3 2
mm. Triceps brachii, Radialis sinister C; C, Cg Th, TTo3uTHBHBIE OCTPBIC BOJIHBI 32,4 1
mm. Rectus femoris, Femoralis dexter L, L, L, [MoTeHuunansl GuOPHIIIALIIIA 96,2 6
Dacuuxyaau 3928,3 5
ITo3uTHBHBIE OCTpPBIC BOIHBI 50,5 20

mm. Rectus femoris, Femoralis sinister L, Ly L, DacuuKyaAIII 444.6 1
ITo3uTHBHBIE OCTpPBIE BOTHBI 485,7 2
Table 1
Electromyographic study, spontaneous activity
Lead Phenomenon Amplitude, me¢V Quantity

mm. Deltoideus, Axillaris dexter C5 Cg Positive sharp waves 127.6 2
mm. Trapezius, Accessorius dexter C, C, C, Fibrillation potential 28.7 2
Fasciculations 370.3 7

mm. Trapezius, Accessorius sinister C, C; C, Fasciculations 537.3 2
mm. Triceps brachii, Radialis sinister C; C, Cg Th, Positive sharp waves 324 1
mm. Rectus femoris, Femoralis dexter L, L; L, Fibrillation potential 96.2 6
Fasciculations 3928.3 5
Positive sharp waves 50.5 20

mm. Rectus femoris, Femoralis sinister L, Ly L, Fasciculations 444.6 1
Positive sharp waves 485.7 2

MIPOTECTHPOBAH 1O YHU(PHUIIMPOBAHHON MIKAJle OIEHKH
oonesnu Ilapkuncona [14] — 28/199 (14,1%). Tlose-
JIleHre, KOTHUTHBHBIE QyHKINH, HacTpoeHue — 0 (0%).
IMoBcenneBHas aktuBHOCTh — 9/52 (17,3%). [IBura-
TenbHasg akTuBHOCTh — 19/108 (17,6%). OcnoxHeHUs
tepanuu — 0 (0%).

C menpio mpoBeneHUs nudQepeHInaTpHOTO THar-
HO3a ¢ 0O0JIE3HBIO IBUTATEIBLHOTO HEHPOHA, Pa3InUHbI-
MU (EHOTUITMYECKUMH BapHaHTAMHU CHHYKJICHHOTIATHI
(MynbpTHCHCTEMHOW arpoduei, 6one3Hplo0 AupPy3HBIX
tenen Jlesu, Gonesnwio IlapkuHCcoOHa), TIepeOpoOBacKy-
JISIPHOM MAaTOJIOTUEH BBITIOIHEH Psijl 00CIeIOBAHUT.

TpumiekcHoe ckaHWpoBaHWE OpaxuornedaTbHBIX
COCY/IOB: aTepockiiepo3 OpaxuonedanabHBIX apTepui,
CTEHO3 NpaBOM BHYTPEHHEH COHHOM apTtepuu 35%
o JuaMeTpy 0e3 JTOKaJbHOTO CABHIa CKOPOCTEH B 30HE
CTEeHO3a.

MPT wmeiHOro, rpyHOr0, NOSICHUYHOTO OTAEJIOB I10-
3BOHOYHHMKA ITOKa3aja MPHU3HAKH JIeTeHePaTHBHO-IMC-
TpopUUECKUX U3MCHEHHH TO3BOHOUHHKA.

OnexTpoHepoMuorpadusi BEpXHUX W HIDKHHAX KO-
HEYHOCTEH: NMPU3HAKH YMEPEHHOTO aKCOHAJIBHOTO TO-
paxenus nn. axillaris dextra et sinistra (40%). Iloka-
3aTeNT MOTOPHBIX U CEHCOPHBIX BOJIOKOH nn. medianus
dextra et sinistra, nn. accessorius, radialis dextra et
Sinistra — B IIpeesiax HOPMAJIBHBIX 3HAYCHUM.

OnexTpomuorpadusi: MPU3HAKA TEHEPATU30BAHHOTO
nopakeHus: MoToHelpoHoB cuHHOro Mo3ra C,—C,, C—
Cq, C—Th,, L,—L, c mpeoOnaganreM Ha ypOBHE MIEHHOTO
yromenus. B mm. trapezius, deltoideus, triceps brahii,
abductor pollicis brevis, quadriceps dextra et sinistra
OTMEYaeTCsi yMEPEHHO BBIpaKEHHAs HEHpOTeHHas

nepecTpoiika (MuorpapuIecKiii TaTTEPH COOTBETCTBY-
er III cragum neHepBaMOHHO-PEUMHHEPBALMOHHOTO
mporecca) (tadi. 1). Bo Bcex mccinemoBaHHBIX MBIIIIIIAX
3aperiucTpUpOBaHa yMEPEHHO BhIpaKEHHAs CIOHTaHHAS
JIEHepBAIlMOHHASl aKTHBHOCTH, BBIpOKEHHAS (haCIUKy-
JIITOPHAS. AKTUBHOCTb.,

TpaHCckpaHuanbHAass MarHWTHas CTUMYJISIIHS: BBI-
SBJICHO BBIPQ)KEHHOE CHIKEHHE BO30YIUMOCTH KOp-
KOBBIX HEWpPOHOB (3HAYMUTENHHO YBEIWYECHBI MOPOTH
MOTOPHOTO OTBETa, CHIKCHBI aMILTUTY/bI BBI3BAHHBIX
MOTOPHBIX OTBETOB, (PACHIUTANNS BHIPAYKEHA XOPOIIIO).
[epuon momuanus (orBeneHue ¢ m. abductor pollicis,
dextra > sinistra). Bpems TeHTpaIbHOTO MOTOPHOTO
MPOBEJCHUS HE YBEIMUCHO.

JlromOanpHas MyHKIUS: JTUKBOP OECI[BETHBIHN, MPO-
3paunbIi, 1uro3 1,0 x 10%m1., 6emok 0,73 r/m, mroko3a
3,18 MMOJIB/II.

Tsoxensle nenu HewpodunamentoB — 0,93 Hr/min
(mpu HOpMe mo 0,94). MaccUBHBIM pacmai TSKEIBIX
uerneld HelpoQpuIaMeHTOB HaOIomaeTcs Jame B J1e0ro-
Te 3a00NeBaHMs TIPH €r0 arpeCCUBHOM TEUEHHUH; OTCYT-
CTBUE 3HAYUMbIX U3MCHEHUH y MAllMEeHTa, BEPOSTHO, 00-
YCIIOBIICHO, UCCIIEIOBAHUEM ITOKA3aTels B Pa3BEPHYTON
cTanuu 3a001eBaHMs.

HecMotpss Ha OTCyTCTBHE aHAMHECTHUYECKHX [IaH-
HBIX 32 CEMCHHBIH XapakTep 3a0ojeBaHUs OBUIO BBI-
MOJTHEHO TEHETHYECKOe WCCIIeOBaHne Ha OOHapy-
keHue abOepanuu B renax SOD1 (3k30H 1, 2, 3, 4, 5)
n C9orf72. Myranmu He BBIABICHBI. MyTaliu B Te€HE
SOD1 mo cratucTuke OOHAPYXHMBAKOTCS B JHANa30HE
ot 15% no 30% cnydaes cemeitnoro bAC n npumep-
HO B 2% cmyuaeB cnopaauueckoro BAC; a Hamnuue
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ayTOCOMHO-IOMMHATHON MyTanuu B rene C9orf72 BwI-
spisiercs ipu codetanun BAC n ¢ppoHTOTEMIIOpaNbHON
nemenyu [ 15, 16]. Takum 0Opa3om, He MOTYUYEHO aH-
HBIX 32 HacJIeICTBEHHBIN XapakTep 3a001eBaHus.

[ManeHT OBIT KOHCYNBTHPOBAH OTOPWHOJNAPHHTO-
JIOTOM, BBINIOJIHEHO SHIOCKOIMHMYECKOE HCCIIEJ0BaHUE
ropTaHu: OOHapyKeH MPaBOCTOPOHHMI Mape3 rOpTaHHy,
HapyLICHNUE apTUKYIALUHN PEUH.

[ManmenTy OBLT YCTaHOBIIEH IUArHO3: «BEPOSTHAS
6onesns bpaiita—®ana—11IBapua».

[ManmenTy ObIa Ha3HaueHa CleAyIOIIas Tepa-
nust: JieBogona + xapobugona 250 mr + 25 Mr BHYTpS,
no 1 Tabnetke 4 pasza B ieHb, amanTanud 100 Mr BHYTpb
no 2 tabieTku 2 pas3a B AeHb, HIUAAKPHUH 20 MI' BHYTPb
mo 1 Tabnerke 2 pa3a B JeHb, XOJMHA ayibdociepar
600 mr BHYTpH 10 | daxkony 2 pasza B 1€Hb, UHbEKLUH
OOTYJIOTOKCHHA, TPaHCKpaHHaJbHAsS MAIHUTHAS CTUMY-
JSIMAL

3a BpeMsl HaXOX/IECHHUS B CTAI[lOHape W B JaJIbHEH-
oieM B T€YEHHE 2 MeC. MAallUEeHT U €r0 POJICTBEHHHUKH
OTMEUaJIM YIydlIeHHe: pedb cTaja HEMHOro ObicTpee
U TIOHATHEE, MAIlUEHT OTMEYaJl YMEHBIIEHUE BBIPAXKEH-
HOCTH CKOBaHHOCTH B KOHEYHOCTsX. OnHako mocie
3 Mec., BeposITHO, Ha (OHE OTCYTCTBHS NpeAroiarae-
MOTO TMAI[MCHTOM KEJaeMOro KJIMHHUYECKOro 3¢ (ekra,
OH CaMOCTOATENBHO MpPEKpaTHyl MpHEM Ipenaparos,
YTO MPUBEJIO K 3HAUYUTEIILHOMY YXY/IIICHHUIO COCTOSHUS
B BHJIE HapacTaHMsI CKOBAaHHOCTH TYJOBHIIA, KOHEUHO-
CTeM, JIMLIEBON MYCKYJIaTypbl U MIPOTPECCUPOBAHUIO pe-
4eBBIX HapylieHuH. [Ipu 3ToM, co CI0B POICTBEHHUKOB,
HEXKeJaTeIbHBIX MOOOYHBIX 3P (EKTOB TohaMuHepruie-
CKOH Tepanuu He HaOII0AaIoCh.

[ToBTOpHO ManyeHT MOCTYNUI B KJIMHUKY B SHBape
2022 r. Hmke npeacTaBaeHo COMOCTaBIEHNE OCHOBHBIX

’Kanod ¥ HEBPOJOTHYECKHMX CHMIITOMOB TallMEHTa
B nepuop nepsoro nocrymieans (2020 ) u B 2022 1.
(tabm. 2).

Taxum obpazom, B cpasHeruu ¢ 2020 r. HaGmona-
JIOCHh BBIPAKEHHOE YXYIIICHHE MO HECKOIbKHM cde-
pam. IloTepst Macchl Tena manueHTa cocTaBuia Oosee
20 kr (puc. 1). OTMEUYEeHO 3HAUYUTENBHOE YCHUJICHUE
BBIP2XEHHOCTH PEQIEKCOB OPAIbHOIO aBTOMAaTH3Ma.
BripakeHHast CKOBaHHOCTh MYCKYJATyphl, y4acTBYIO-
e B aKTe apTUKYJSILHUH, Clejalla pedb IMOITHOCTHIO
HEBO3MOXKHOH (MallMeHT M3JaBajl IJIacHbIe 3BYKH U HE
MOT BBICYHYTHb SI3BIK H30 PTa), OJHAKO MOHHUMAaHHE
peun OBIIO MOJIHOCTBIO COXPAHEHO, BHITIONHEHHE KO-
MaHJ OCYLIECTBISJIOCH IPAKTUYECKU B IOJHOM OOb-
eme. BaxkHO oTMeTuTh, uTO Ha (POHE BBIPAKEHHOTO
nporpeccupoBanus Oynp0apHOTo U MceBRo0yIL0apHO-
IO CHHJIPOMOB K PEYEBBIM PacCTpoOiicTBaM IPUCOEAU-
HUIach qucdarus, Hapocia BEIPaKEHHOCTh CHAJIOPEH,
[IOSIBUJIUCH 3IU30/1bl UKOTHI, IOKAIIMBAHUS U IOIEp-
xuBanus. llo-npexHemy oOpamana Ha ceOs BHUMA-
HUE aCUMMETpUs MOPaKEHUs! (BOBJICUEHHOCTD JIEBBIX
KOHEYHOCTEH MpeBaIupoBaa HaJ MpaBeiMH). B cBoio
ouepesb, IOHUMaHUe IallUEHTOM KOMaHJl OCTaBalloCh
Ha JJOCTaTOYHO BBICOKOM YpOBHE. VIHTEpeCHBIM sBIIS-
eTcs GakT TOro, 4To XoAb0a COBEpIIANach MAUEHTOM
CaMOCTOSITENBHO, 03 BCIIOMOTaTeNIbHBIX CPEACTB OIIO0-
pBl, He OBLIO 3aMEUYEHO SMH30/10B HEYCTOHYMBOCTH,
SIBHBIX IPU3HAKOB PAaCCTPOMCTB XOABOBI BBICLIETO
YPOBHS, B TOM 4YHCJIe HapyLICHUs WHULUALUKN XOIb-
Obl, CKOBAHHOCTH JIBUKCHHU B HMKHUX KOHEYHOCTSIX.
bonee Toro, y manueHTa coxpaHsulach JOCTaTOYHAs
OPHUEHTHPOBKA, 4YTO IO3BOJAIO €My IEepEIBUTaThCs
[0 KJIMHUKE 0e3 CONMpPOBOXKICHMS NEPCOHANa MIH CO-
MIPOBOXKAAIOIINX.

Puc. 1. ®oto nanuenra B 2022 1. I'nmoTpod st MBI IPAaBOTO MPEAILICYbs U KHCTH, BEIpaKEHHAS aTPOQUs IEPBOTO MEKITAIBIIEBOTO
npoMexyTka (A) U THIOTPOdHUs A3bIKa U MUMHUECKON MycKynatypsl (B)
Fig. 1. Photo of the patient in 2022. Hypotrophy of the muscles of the right forearm and hand, severe atrophy of the first interdigital

space (A) and hypotrophy of the tongue and mimic muscles (b)
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Tab6numa 2
CpaBHHUTeIbHAS XapaKTEPUCTHKA KaJ100 H HEBPOJIOTHYECKOro craryca manuenTa B 2020 r. m 2022 r.
Iapametp 2020 ron 2022 ron

KanoO6st 3aMeIUIEHHOCT M HEYETKOCTh PedH, U3MEHEeHNe | BrlpakeHHOE HapylIeHHe pedr, 00yCIOBICHHOE CKOBAaHHOCTBIO
TeMOpa ronoca (HU3KUi TOH), CKOBAHHOCTb MBIILI HIKHEH YeTIOCTH, A3bIKa, CKOBAHHOCTH MBIIIIL TYJIOBHUIIA
MBIILI] TYJIOBUINA U KOHEYHOCTEH, YXY/IILICHNE Y KOHEYHOCTEH, yXyALICHUE MEJIKOH MOTOPUKH, OOJIbIIIE CIIEBa,
MEJKOH MOTOPHKH 3MH30/16I HEKOHTPOJIIMPYEMOTO CIIFOHOTEUEHHS, TOTIEPXUBAHUS

[IpY TPHEME UL
Macca rena Macca Tena 98 kr, uHaeKe Maccel Teiia 28,6 kr/m? | Macca tena 72 Kr, uHAeKc Macchl Tena 20,8 Kkr/m?
Co3HaHune ScHoe ScHoe

KoruutusHble QyHKIHI
BBITIOJIHAET BEPHO, 3aTPyAHEHHUE BCIIEICTBUE
peueBbIX HapyIIEHHH.

KOHTaKTy JAOCTYIICH, IIPEABABISICMBIC 3a/JTaHUS

KoHTakT 3aTpynHEeH BCIICICTBHE PEYEBHIX HApyIICHUH (001IeHue,
OIIEHKAa OPHEHTUPOBKH, KOTHUTUBHBIX (DYHKIIMIT OCYLIECTBISIACH
C TIOMOIIBIO ITHCbMa Ha Oymare), IpeabsBIsICMbIC 3a1aHHs
BBIMOJHSET BEpHO. B mpocTpaHcTBe, BpeMeH: U COOCTBEHHOM
JIMYHOCTH OPUEHTHUPOBAH BEPHO

JIBroKeHUsI T1a3HBIX SOJIOK,
CJIeKEHHE 32 MOJIOTOYKOM

3aMC,HJ'IeHI/Ie, HCTOLICHUE BEPTUKAJIIBHBIX
1 TOPU30HTAJIBHBIX CaKKa. 3a MOJIOTOYKOM
CJICAUT ITPEPLIBUCTO

3amMeieHre, HCTOIECHNE BEPTHKANBHBIX H TOPU30HTAIBHBIX
CaKKajl. 3a MOJIOTOYKOM CJIETHT TIPEPHIBHCTO

Mumndeckas Myckynarypa | ' unomumus

Tunomumus

Byns0apHsIii cHHAPOM Onuzoanueckue GUOpUILIALNY sA3bIKa. Pedp
TJI0XO pa30bopynBasi, THyCaBasi, BBIPAXKEHO

3aMmeieHHas. [motanue He HapyuieHo

Onusoanueckue GUOpMLIALNY A3bIKa. OrpaHudeHHe BIKCHUI
B HIDKHEH YeNIOCTH BCJISCTBUE BHIPAXKEHHON CIIACTUYHOCTH.
Peub — BbIpaxkeHHast AU3apTpusl. Dnu3onuyeckas aucharusi.
Juchonus. Dnuzonudeckas cuagopes

INceBnoOynbOapHbIit
CHHJIPOM

PC(bIIﬁKCLI OpaJIbHOI'0 aBTOMaTyu3ma:

Onmnenreiima, bextepeBa, Mapunecky—Panosrun

Slpxue (BO3HUKAIOIINE ITPH MAJICHIIEM pa3apakeHAN
COOTBETCTBYIOLIEH 30HBI: 00JIACTb KPYTOBOM MBIILIIIBI PTa, I'Y0,
JIaJIOHN) pedIIeKChl OpalbHOTO aBTOMATH3Ma ACTBALATypOBa,
Omnmnenreiima, bexrepesa, Mapunecky—Panosuan

OO0bEM JIBHKEHUI

OoJIbIIIe BRIPAXKEHHOE CIICBa

3HaYNTEIHLHOE CHIKEHUE AMIUIUTYZ1bl U CKOPOCTHU
[(BI/I)KGHI/Iﬁ TyJIOBHUIIIA 1 BEPXHUX KOHe‘IHOCTCﬁ,

OI_[eHKa 00beMa aKTUBHBIX M [TACCUBHBIX I[BI/I)KeHI/Iﬁ 3aTpyaHEHa
BCJIICIACTBUEC BLIpa)I(eHHOﬁ CKOBaHHOCTH

DacruKymsmun
(hacuMKyIspHBIE TOACPTUBAHIS MBIIIII]
IJIEYEBOTO Mosica, berep

EL[I/IHI/I'-IHI)IB CIIOHTaHHBIC U IPOBOLUPYEMBIC

Ha momeHT rocnuranu3annn GpacuuKysspHbIe TOIepTUBaHUs
MBIIIIL TIJICYEBOTO T0sica, Oeaep He HaOIoaaIiCh

MplieyHbIi TOHYC MBpIieyHbIi TOHYC B KOHEYHOCTSIX H3MEHEH
T10 3KCTPAIUPAMHIIHOMY THILY, (PEHOMEH

«3y0uaroro kKojeca»

MBbILIeYHbIH TOHYC B KOHEYHOCTSX BHIPAKEHHO U3MEHEH
0 9KCTpANUpaMUTHOMY THUITY, EHOMEH «3y04aToro Kojecay,
0oJIbIIIE CIeBa

Mpieunas cuiia

IIpoOsI Ha CKpBITHIE TApE3bl OTPUIIATEIBHBIE.
Junamometpust: cripasa 40 kre, cinesa 28 kre

MblieuHas cuiia B JIEBOH pyke cHikeHa 110 4 6amioB. OTMeuaercst
HapacTaHue 00miell c1aboCTH 0 CPABHEHHIO C MPEIBIIYIIIAM
uccnenoBanueM. J{uHamometpust: crpasa 20 Kre, cieBa 7 Krc

YYBCTBUTECJIbHOCTH HE MPEABABIISICT

®duznonormyeckue I'myGokue pednekcsl ¢ BEpXHUX U HIKHUX I'my0Ookue pedekchl ¢ BepXHUX M HIKHUX KOHEUHOCTEH
peduexcel KOHEYHOCTeH kuBble, S > D. [ToBepXHOCTHBIX oxuBieHsl, S > D. [ToBepXHOCTHBIX OPIOLIHBIX PE(IIEKCOB HET.
OpromHbIX peduekcos HeT. [ogonIBeHHbII IMononBeHHEIH pedIekc HU3KUHI ¢ IBYX CTOPOH
pediekc HU3KuUii ¢ IBYyX CTOPOH
IMaronoruueckue Iaronornueckue MUpaMHUIHbIE KUCTEBbIE ITaronoruyeckue MUpaMUJHBIC KHCTEBEIC peduiexcs! Pocconmo,
pedrnexcsr pedaexcsl Poccomumo, l'oddmana crnepa Todpdmana, xBararensHbIi peduiekc cieBa
YyBCTBUTENEHOCTD Hapyenuii moBepXHOCTHO U riTy60oKoMH Hapymuienuit moBepXHOCTHOH 1 IITyOOKOH 4yBCTBUTENBHOCTH HE

TIPEABABIACT

Koopaunaropnas cdepa KoopnunaropHslie poOB! BHIIOIHSET

Pom6epra ycroituus

YAOBJIETBOPHUTEIBHO C JIBYX CTOPOH. B mpo6e

KoopanuaropHsie mpoObl BHITIOIHSET YIOBICTBOPHTEIBHO C ABYX
ctopoH. B mpobe Pombepra ycroiiuns

IocrypanbHbie pedaekcs

IIpoOy TeBeHapa KOMIEHCHPYET OJHUM IIATOM

[IpoOy TeBeHapa KOMIIEHCHPYET OIHUM ILIATOM

ITo nmanubiM mOBTOpHBIX ucciaenoBaHuit MPT ro-
JIOBHOTO MO3Ta W 3JIEKTPOMHOTpaduH, BBIIOJIHEHHBIX
B 2022 r., 3HAYMMBIX U3MEHEHUH N0 cpaBHEHMIO ¢ 2020 Tn
HE OTMEUEHO.

[lanenTy mnoBTOpHO ObUIA Ha3HAa4YeHA Teparus:
amantagud 400 Mr B CyTkw, jieBojpomna + OeHcepasui
1000 mr B cyTkH, Tpa3zoqoH 50 Mr B CyTKH, JIEBOKapHH-
TiH 60 M B CyTKH, uniugakpuH 40 MT B CyTKH, MEIIbJ0-
Hu#t 1000 Mr B cyTKH, BATaMHUHBI TpyIsl B, nHBEKIINN
HaHApoJoHa | pa3 B MecsIl, BBHITONHAINCh HHBEKIIUU
OOTYJOTOKCHHA B JIMIIEBYI0 MHUMHYECKYIO, >KEBATEIIb-
HYIO MYCKYJaTypYy, A3bIK, CITFOHHBIE JKEJI€3bI, OTIEIHHBIE
MBIIIIBI BEPXHUX KOHEUHOCTEM.

HecMoTpss Ha mpoBOOMMYIO TEpanmuio M KOHTPOJb
MPUBEPKEHHOCTU K Tepanuu (TeneOoHHBIE 3BOHKH),
3HaYUMOro 3¢p¢eKTa, B OTIMYHE OT IMEPBOM rocmura-
JU3aIiH, TAIMeHT He OoTMeTwi. Yepe3 mecdn mocie
BBHIIMMCKY W3 KJIMHUKU B CBSI3U C SIPKUM HapacTaHUEM
Oyab0apHBIX HAPYIICHUH MAIMEHTY Oblila YCTaHOBJICHA
racTpocToMa, 4epe3 3 Mec. — TpaxeocToMa.

Ha ¢one wunBeKnMiA OOTYIOTOKCHHA B TEpBbIC
2,5 Mec. MamueHT OTMeYaj HeOOJNbIIoe YIydIleHHe
B BUJI€ YMEHBIICHHUS CKOBAaHHOCTH JIMIIEBOI MYCKYIaTy-
PBI, YMEHBIIIEHUS BBIPA)KEHHOCTU CHAJIOPEU, MTOSIBUIIACH
CHoCOOHOCTh HE3HAUYUTENILHO BBHICYHYThH SI3BIK M30 PTa,
VAyYIIMIach JKeBaTeNbHas (YyHKOHS, BIOCIESICTBHU
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Table 2
Comparative characteristics of complaints and neurological status of the patient in 2020 and 2022
Sign 2020 year 2022 year

Complaints Slowness and indistinctness of speech, change of the Severe speech impairment due to stiffness of the muscles of the
voice timbre (low tone), stiffness of the muscles of the | lower jaw, tongue, stiffness of the muscles of the trunk and limbs,
trunk and limbs, deterioration in fine motor skills deterioration of fine motor skills, more on the left, episodes of

uncontrolled salivation, choking when eating
Body mass Body mass 98 kg, body mass index 28.6 kg/m? Body mass 72 kg, body mass index 20.8 kg/m?
Consciousness Clear Clear

Cognitive functions

The contact is available, performs the tasks correctly,
difficulty due to speech disorders

Contact is difficult due to speech disorders (communication,
assessment of orientation, cognitive functions were carried
out using writing on paper), the tasks presented are performed
correctly. Correctly oriented in space, time and self

Eyeball movements,
hammer tracking

Slowdown, exhaustion of vertical and horizontal
saccades. The hammer is followed intermittently

Slowdown, exhaustion of vertical and horizontal saccades. The
hammer is followed intermittently

Mimic muscles

Hypomimia

Hypomimia

Bulbar syndrome

Episodic fibrillation of the tongue. Speech is poorly
intelligible, nasal, pronouncedly slow. Swallowing is
not disturbed

Episodic fibrillation of the tongue. Restriction of movements in
the lower jaw due to severe spasticity. Speech is a pronounced
dysarthria. episodic dysphagia. Dysphonia. Episodic sialorrhea

Pseudobulbar
syndrome

Reflexes of oral automatism: Oppenheim, Bekhterev,
Marinescu—Radovici on both sides

Intense (arising at the slightest irritation of the corresponding
zone: the region of the circular muscle of the mouth, lips, palms)
reflexes of oral automatism of Astvatsaturov, Oppenheim,
Bekhterev, Marinescu—Radovici on both sides

Range of motions

A significant decrease in the amplitude and speed
of movements of the trunk and upper limbs, more
pronounced on the left

Assessment of the volume of active and passive movements is
difficult due to severe stiffness

Muscle tone

Muscle tone in the limbs is changed according to the
extrapyramidal type, the phenomenon of “cogwheel”

Muscle tone in the extremities is markedly changed according to
the extrapyramidal type, the “cogwheel” phenomenon, more on
the left

Fasciculations

Single spontaneous and provoked fascicular twitching
of the muscles of the shoulder girdle, thighs

At the time of hospitalization, fascicular twitching of the muscles
of the shoulder girdle, thighs were not observed.

Muscle strength

Tests for latent paresis are negative. Dynamometry:
right 40 kgf, left 28 kgf

Muscle strength in the left hand is reduced to 4 points. There is an
increase in general weakness compared with the previous study.
Dynamometry: right 20 kgf, left 7 kgf

Physiological reflexes

Deep reflexes from the upper and lower extremities are
2+, S > D. There are no superficial abdominal reflexes.
Plantar reflex low on both sides

Deep reflexes from the upper and lower extremities are 3+, S > D.
There are no superficial abdominal reflexes. Plantar reflex low on
both sides

Pathological reflexes

Pathological pyramidal carpal reflexes of Rossolimo,
Hoffmann on the left

Pathological pyramidal carpal reflexes of Rossolimo, Hoffmann,
catch phenomenon on the left

Sensitivity

No disorders

No disorders

Coordination

Coordination tests are normal from the both sides. The
patient is stable in Rhomberg’s position

Coordination tests are normal from the both sides. The patient is
stable in Rhomberg’s position

Postural reflexes

Thevenard’s test is compensated with one step

Thevenard’s test is compensated with one step

3pPEeKT CHU3MIICS, MOBTOPHBIC WHBEKIMU MAIMEHT HE
MOTyYall.

Oocyxnenue. Ha ocHOBaHMM KIMHHUYECKOW KapTH-
HBI, XapaKTEePU3YIOLECHc HEYKIOHHBIM, IPOrpeccUpy-
IONIMM CHUMIITOMOKOMIUIEKCOM TTOPaXKEHHsI IIEHTPab-
HOTO U HepUPEePHUUECKOr0O MOTOHEHPOHOB B COUYETaHUU
C OTHOBPEMEHHBIM Pa3BUTHEM OSKCTPAHMPaMUIHBIX
HapyLIeHUH, ¢ HEIPKUM OTBETOM Ha Iperaparbl JIEBO-
JIOTTbI, TIPEVMYIIECTBCHHBIM BOBJIEYEHUEM TYJIOBHIIA
U BEPXHUX KOHEYHOCTEH, MPH OTHOCUTEIHHON MHTAKT-
HOCTH HIDKHHUX, OBUI YCTAaHOBJIEH AWArfHo3: «OOKOBOH
aMHOTPO(UUECKUN CKIEPO3 + CHHIPOM MAapKHUHCOHU3-
Ma, OCJIOKHEHHBIN MMapeTHIeCKON GopMoii rceB100yIIb-
0apHOIl AM3apPTPUM TSKETON CTENEHH BHIPA’KEHHOCTH,
anu30aMuecKoit nucdarueii, nuchonuei, cuanopei (60-
ne3Hb bpaiira—®ana—IlIBapua)».

Cumnromokomiuiekc  BAC—nemeHIus—apKuHCO-
HU3M OBbUT UCKIIIOYEH C yYETOM OTCYTCTBHUS BBIPa’KEH-
HBIX KOTHUTHBHBIX HapylmieHWH W Treorpaduueckon
npuHagiexxHocTH. OTCYTCTBHE SBHBIX IPU3HAKOB
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KOTHUTHBHOTO e(hHIINTA TTO3BOJIAIIO TAKXKE NCKIIOUUTH
pa3IMyYHbIe BApUAHTHI B CTPYKTYpE TayNaTHii, B 4aCTHO-
cTH 3200JeBaHUs, aCCOLMHUPOBAaHHBIE C JIOOHO-BUCOY-
HOM JereHepanueil, mporpeccupyromuil HaabsAepHbII
napainy, KOPpTUKoOa3adbHYIO JereHepanuo 1 OOKOBOH
amuoTpoduueckuii cknepos [17-20].

YuuThiBasi AOMUHUPOBAHHME B KIMHHYECKOM Kap-
THHE 3a00NeBaHHA CHUHIPOMAa COYETAHHOIO MOpaxe-
HUSI HEHTPAIBLHOTO U TNepuepuIeckoro MOTOHEHpOHa
1 SKCTpanupaMUAHBIX HapyIIeHHUH, OCHOBHOW 3ajgaueil
muddepeHInanTb HON TUArHOCTHKH SIBUJICS TIOUCK OT-
BETa Ha BOMPOC: MOXKHO JI OOBSICHUTH 3TO COUYETaHHE
CHHJPOMOB HAJIMYUEM OITHON (OpPMBI 32a00TIeBaHUS T
pedb MOXET UATH O JIByX OTAEIBHBIX HO30JOTHYECKHX
dhopmax?

bonesns IlapkuHCOHa ¢ JONMOTHUTEIBHOM JIEBO-
JIOTIa-pPEe3UCTEHTHON  CHMIITOMATHKON  (mopakeHue
MUPAaMHUIHONW CHCTEMBI) KaK CaMOCTOSITEJIbHAsT HO30-
Jorusi ObUIa MCKITIOYeHA BCIIEACTBHE HETUIIMYHOTO Te-
YEHMSI 110 BBIPAXKEHHOCTH U JUIMTENBHOCTH, OTCYTCTBHS
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CEPACYHO-COCYAUCTHIX W MOYEIOJIOBBIX BETeTAaTUBHBIX
HapymieHu#. [lemennms ¢ Tempiamu JleBu Obima wc-
KITF0OYeHA BCJIEJICTBHUE OTCYTCTBHUS BHIPAXKEHHOT'O KOTHU-
THUBHOTO (B TOM YHCIIE 3pUTEIBHO-IIPOCTPAHCTBEHHOTO)
nedumUTa ¢ paHHUM OTHOCHTEIIBHO Je0I0Ta pa3sBUTH-
€M OKCTpalMpaMHIHOW CHUMITOMATHKH, OTCYTCTBHS
BETCTATUBHBIX HAPYIICHHUH, HEYKJIOHHBIM IPOTPECCH-
poBaHueM 0Oe3 Quykryanuii. MyInbTHCHCTEMHAS aTpo-
¢us B hopMe cTpHATOHMIPATBHOW JereHepanuu Oblia
WCKITIOYEHA BCIIEICTBUE HAMYHA y MarueHTa s dekra
Ha HU3KHUE JI03BI JICBOIIOBI M OTCYTCTBUS JIEBOOMA-PE-
3UCTEHTHOCTH, OTCYTCTBHS BETE€TAaTUBHBIX HAPYIICHHIA.

OC00CHHOCTHIO KIMHUYECKUX TPOSBICHUN B JaH-
HOM KJIMHHYECKOM CITydae SBIISUIOCH HAIIMYHE aCHMMe-
TPUU BBIPAKECHHOCTH aKUHETUKO-PUTUTHOTO CHHIIPOMA,
MIPOSIBIISIBIICHCS] TTPEUMYIIIECTBEHHO B BEPXHHUX KOHEY-
HoCTAx (cieBa > cmpasa). HecoMHeHHO, MHTEpecHOI
U BaXHOW OCOOCHHOCTBIO SIBIISIACh W30HMpaTernbHas
«ITOKHOCTHY» MOPAXKEHUS MUPAMUIHOU M IKCTpPAITHUpa-
MugHOU cucteM. Tak, oOpamano Ha ce0st BHUMaHUe He-
COOTBETCTBHE BHIPAKEHHOCTH TPOSBICHUN CHUMIITOMA-
THUKU B BEPXHUX KOHEYHOCTSIX U TYJIOBHUIIE i OTCYTCTBUE
BBEIPOKEHHON CKOBAaHHOCTH U MUPAMHUIHBIX CUMIITOMOB
B HW)KHUX KOHEYHOCTSX, Y MAIeHTa He HaOIroaanoch
HaJU4MsI HAPYIIEHWH XONbOBI BBICIIETO YPOBHS B CO-
YETaHHW C OTCYTCTBHEM BBIPAKEHHBIX KOTHUTHUBHBIX
HapyIIeHUH, XapaKTepHbIX g Oone3nn octposa ['yam
(BPAC—nemeHnms—mapkuHcOHU3M). B cBsizm ¢ pemko-
CTBIO TATOJIOTUX TPYIHO OJHO3HAYHO TOBOPHUTH O TOM,
YTO 3TH OCOOCHHOCTH KIIMHUYECKUX TPOSBICHUH SIBIIS-
I0TCS TUNTUYHBIMU it 6one3nn bpaiita—®Dana—IlIBap-
na.

3akiouenue. IlpencraBieHHOe KIMHMYECKOE Ha-
OIoneHNe MILTIOCTPUPYET O0COOSHHOCTH TEYCHUS NaH-
HOW HO30JIOTHUYECKOH QOpMBI, U30UPATENHFHOCTh TOpa-
JKEHHS OTACIBHBIX (PYHKIUH U CTPYKTYp, YTO MOXKET
OBITh BOXKHBIM JIs CIICI[HAJIMCTA B TIPOBeIeHUH Tudde-
PEHIMATEHONW TUArHOCTHKH ¥ MIOCTAHOBKE OKOHYATEIb-
HOTO JWArHO3a, OJHAKO C yYEeTOM MAajoro KOJUYEeCTBa
OIMHMCaHHBIX B JUTEpaType CIydaeB MOAOOHBIE CHMITO-
MOKOMILJIEKCHI, 0€3yCIIOBHO, TPEOYIOT JabHEHININX Ha-
OJIFOIEHUN Y OTIUCAHUIA.

KondummkT uHTepecoB. ABTOpHI 3asBISIOT 00 OT-
CYTCTBUU KOH(JIMKTa UHTEPECOB.

dunancupoBanue. VccienoBanne BBITOIHEHO 0e3
(hMHAHCOBOI MOIIEPKKY.
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