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B cmamve npedcmasaeno kaunuyeckoe nabniodenue cundpoma lepcmmanna— HImpayceaepa—Illeinkepa (CIIIII) — npoepeccupyroweeo
HacaedcmeeHn020 NPUOHHO20 3a004e6aHuUs ¢ Kpaiihe peOKuM eHOMUnom, Komopbslii Ha RPOMSINCEHUU 8ce20 3a001e6aHUs npemepnedan ou-
Hamuveckue UsMeHeHUs, 6 Umoze npueeds K OuUuboUHol duazHocmuke 604e3HU 08U2amenbHo20 HelipoHa. Bachoil ocobennocmoio Habnode-
HUS A6AAemMCs KAUHUMEeCKAs KaAPMUHA Npo2peccupyiowell Mueionamuu, 6eposimHo, 6 pe3yabmame omaoicenus Oasuex npuoHHo2o beaxa,
¢ passumuem CUMNMOMO8 NOPANCEHUSI HUICHE20 MOMOHEPOHA (2unompoguu, apegrexcus, acyuxyiauyuu u molueunas eunomonus). Pac-
CMOMPEHbl KAUHUYeCKUe, 1a60pamopHble, 31eKmpopu3uosocuteckue u Heiposu3yalu3ayuontble ocodbennocmu 0annoeo cayuas. Oxonua-
menvHbLil OUaeHo3 Gbi 8epuuUUPo8an npu NPoedeHuU NOAHOIK30MHOO CeKeeHUuposanus — @viaenena munuunas oas CUUIIT mymayus
p.P102L 6 eene npuonnoeo beaxa PRNP. Obcyxcoaemces uenecoobpaznocms éxarouerus CLIIII 6 ougpepenyuarvho-ouacnocmuteckuil pso
V NAUUEHMO8 ¢ NPOPECCUPYIOUUMU 08ULAMENbHBIMU HAPYUWEHUSMU, NOAONCUMENbHBIM CEMEIIHbIM AHAMHE30M U HeU3MEHEeHHOU NPo600saulell
yHKUUell ONUHHBIX HePBO8 N0 OAHHBIM 31eKMPOHEUPOMUOPADULL.
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This article presents a clinical case of Gerstmann—Striussler—Scheinker syndrome (GSS) — a progressive inherited prion disease with an
extremely rare phenotype that changed dynamically during the course of the disease and eventually led to the misdiagnosis of a motor neu-
rone disease. An important feature of this case is a progressive myelopathy, probably due to the deposition of prion protein plaques, with the
development of symptoms of lower motor neuron involvement (muscle atrophy, areflexia, fasciculations and muscle hypotonia). Clinical, lab-
oratory, electrophysiological and neuroradiological features of this case are presented. The final diagnosis was verified by whole-exome
sequencing — a typical mutation p.P102L in the prion protein gene PRNP was identified. It is discussed whether GSS should be included in
the differential diagnosis in patients with progressive motor disorders, a family history and unchanged long nerve conduction function
according to electromyography.
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CuHapom Iepctmanna—ITpayccinepa—Illeitnkepa JIEXUT AUCHYHKLIMS TIPUOHHOIO OeJiKa, KOrja BCJIeICTBUE OIl-

(CI'l; OMIM 137440) sapaseTcsl yabTpapeaikuM Mporpec-
CHUPYIOIIMM HeU30eXHO (haTaJbHBIM HACIEICTBEHHBIM ITPUOH-
HBIM 3a0oJsieBaHMeM. [IproHHbBIE 00JIE3HU MOTYT OBITh TPHUOO-
pETEeHHBIMU, HACIEACTBEHHBIMM WM BO3HUKATH CIIOpaguye-
CKU; CpeaHsisi 3a00J1eBa€MOCThb COCTaBIsIeT 1 ciaydaii Ha 1 MiIH
HaceneHus B rof [1]. CunraeTcst, 4TO B OCHOBE UX ITaTOTEHE3a
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peesieHHbIX TPUYMH OH MPUOOpeTaeT NaTOJOTUYECKYI0 KOH-
(opManmio, 4TO MPUBOAUT K HAKOIUIEHUIO €ro MYTaHTHBIX
(opM B 1LIeHTpabHOI HEPBHON CUCTEME U PA3BUTHUIO MPOLEC-
COB HelipoJereHepaTUBHOTO Kackanaa. /1o reHeTuyecku ooy-
CJIOBJICHHBIX MPUOHHBIX 00Jie3Hel cocTapisieT okojio 10—15%
|2]. TeneTnueckue GOpMBI MPUOHHBIX 3a00JI€BaHUI MMEIOT
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ayTOCOMHO-IOMWUHAHTHBIN TUT HACJeIOBAaHUS U CBS3aHBI
C MyTaluMsIMU B TeHe NpuoHHoro Oenka (PRNP), nmpuBoas
K TpeM OCHOBHbIM (eHoTumnam: 6one3Hb KpeiiTudenba-
ta—SAko06a (BKA), CI'LLIII u cemeiinas paTaabHast 06CCOHHM -
11a, KOTOPbIE OTJIMYAIOTCA APYT OT Apyra KIMHUYECKON KapTu-
HOI, BO3pacToOM Je0loTa MEPBbIX CMMITOMOB U TMPOIOJIXKM-
TEJIbHOCTBIO XXU3HMU [1].

B cooTBeTCTBUM C TEpPBBIM KIMHUYECKHUM OIMCAaHUEM
CI'IIII B aBcTpmiickoit ceMbe B 1936 T, ero «kjiaccuyeckue»
OTJIMYUTEJIbHBIE TIPOSIBJIEHUST — HEYKJIOHHO TTPOTPECCUPYIOIIas
MO3XEUKOBasI aTaKCUsS B COYCTAHNN ¢ KOTHUTUBHBIMU HapyIle-
HUSMU JI0 cTenieHn AeMeHInu. B otmmame ot BKS u cemeitnoit
dartanbHOl OGeccoHHulpl, npu CILLI nHabmomaercs 6Gonee
JUTUTENIbHASL TIPOJOJIKUTEbHOCTh KU3HU — OKOJO 5—8 JeT
C MOMEHTa BOZHMKHOBEHMSI TIEPBBIX CUMIITOMOB. MOJIEKYIsIp-
HO-TeHeTHYeCcKass OCHOBa 3aboJieBaHMsSI ObLIa OIpeiesieHa
B 1989 ., Korma Oblia BbIBIEHA 3aMeHA MPOJUHA B MO3ULIUKA
102 Ha neiituH (p.Prol02Leu) B rene PRNP, uto siBsieTCs ca-
MOI YacToii MyTallMeil, acCOLUMMPOBAHHOW C pasBUTUEM
CTI'LLI [3]. HecmoTpst Ha MMeloLIMecs] OMMCaHUs KJlaccuye-
ckux ¢enorurnoB CIIII, 3aboneBaHMe OTIMYAETCS 3HAYM-
TEeJbHOU (PEHOTUTIMUECKON TeTEPOreHHOCThIO, YTO YacTO 3a-
TPYIHSIET TTOCTAHOBKY JMArHo3a Ha paHHUX CTaausIX W TpeOyeT
npoBefcHUs AUddepeHIINaTbHON OTUArHOCTUKU C IIMUPOKUM
CIIEKTPOM JPYTUX HEeMpoIereHepaTUBHBIX OOTEe3HEN.

B nanHoOI1 cTaThe TIpeicTaBIeHO OMMCAHNE KIIMHIYECKOTO
ciyyas cemeiiHoro CI'LLLI ¢ tpanchopmanueit hbeHotuna no
Mepe pa3BUTHS 3a00JIeBaHUs, UYTO SIBUIOCH PUINHOMN OO0~
HO IMarHOCTUKM MOJIMHEBPONaTUU B AeOloTe 60JIe3HU, a TaK-
Ke MpOorpeccupylolieii MbIIeYHOoM atpoduu B AMHAMUKE.
[TauueHToM mnoanucaHo MHGOPMUPOBAHHOE AOOPOBOJIBHOE
corjacye Ha MpoBeJcHUEe UCCIeI0BaHMsI, 00pabOTKY M IpeicTa-
BJICHHUE TIOJyYEHHBIX JAHHBIX.

Knuuuyecrkoe Habnwpenne

Ilayuenm I1., 54 nem, 6 nosbpe 2022 . obpamuacs ¢ Kou-
cynvmamueHo-duacnocmuyeckoe omoenenue OIbBHY «Hayunoiii
yenmp Hegponocuu» (dasee — OI'BHY HIIH) ¢ xcarobamu Ha 6bi-
DAadNCeHHYI0 cAabocmb 6 Ho2ax, MpYOHOCMU npu xodvle U Heo3-
MOCHOCMYb nepedsudiceHuss 6e3 0ONOAHUMENbHOU 0nopbl (X0O0yH-
K08), noxydanue mvluiy, pyK u 8 60avuieil cmeneHu Hoe, JciliceHue
6 cmonax. B obuwem anamnese — 6podicoeHHblil NOpoK cepoya (08y-
cmeop4amolii A0OPMANbHLLI KAANAH C HE3HAYUMEAbHbIM CIMEeHO30M
U yMepeHHOll Hed0Cmamo4HOCMbl0), UHble XPOHUYECKUe coMamuye-
ckue 6oae3Hu ompuyaem; MOKCUKOA0LUMECKUN U UHDEKUUOHHbLI
aHaMHe3 He OMs2oUleH.

Ilepsvie cumnmomnl 3a60neeanus ommemua 8 51 200, koeda
ucnodgons NoABUAACH U CMAAA HAPACMAMb CAAO0CMb 6 HOAX.
B meuenue nocaedyrowux 2 sem npucoeOuHUAUCh ougyujerue
Jcxncerus 8 cmonax u caabocms 6 pykax. Ilayuenm HeoOHOKpamuo
obcaedosancs 6 Hegponoeuveckux cmayuonapax. Ilepsuuno Ha-
onr00dancs ¢ OUuaeHO30M «XPOHUYECKAs BOCNAAUMENbHAS OeMUeni -
Husupyrowas noauneeponamus» (XBJII), komopoiii 6bin 8bicmas-
JNeH HA OCHOBAHUU De3yAbMmamos 3AeKmpoHelpomuopagpuu
(DHMT), nposedennoii no mecmy dcumenvcmea, U NOBbIUEHHBIX
mumpoe awmumen K eaHeauo3udam (ammumena K cyavghpamuoy,
GM1, GM2, GD1b). [Iposoduirace 6bicok0003Has mepanus enoko-
Kopmukoudamu 0e3 NOAOICUMENbHO20 peKkma, cAedyiouum
2MAnomM — UMMYHOMOOYAUPYIOWAs mepanus npenapamom MOoHO-
KAOHAAbHBbIX anmumen (pumykcumao), makoice 6e3 aghgpexma om
npoeoodumoeo nevenus. Beudy omcymemeus sagpghekma om ummy-
HOCynpeccueHoil mepanuu 6 danvHeliuiem OuaeHo3 Obin nepecmom-
DeH 8 NOoAb3Y «HACAeOCMBEHHOU MOMOPHO-CEHCOPHOU Heapona-
muu» (HMCH). Ilposodunoce moaekyasapHo-eenemuueckoe oocae-
dosanue: mymauuii 6 eene GJBI, a makace dynaukayuu/deseyuu
eena PMP22 guvisgaeno He Ovin0. Jlns ymounenus ouaenoza obpa-
muacs 6 PIBHY HIIH.

Ta6auua 1. Pezyasomam DHMI-uccredoeanus nposodsujeii QyHKyuu nepugepuueckux deueamenbHulX Hep8oe
nayuenma II.
Table 1. Results of ENMG examination of the conduction of the peripheral motor nerves in patient P.
W3menenne CkopocTb MunumasbHas
H JlaTexmHOCTS, Amunl:;;y Aa, AMILTUTYAbI, npoBeaeHus, JIATEHTHOCTH
epB (0TBe/ieHHEe) / TOYKA CTUMYJISIUN MC M % M/c .
3HAYEHHME HOpPMA 3HAYEHHE HOpPMA 3HAYEeHHe HOPMAa 3HAYeHHe HOpMa 3HAYeHHe HopMa
CpenuHHbIN HepB cripasa (m. APB): N<3,5 N>5,0 N<30 N>50 N<35
3aISICThe 3,12 32,3
JIOKTEBOM Crutd 8,30 -5,5 54,1
CpeaHsIsl TPETh Iuieya 10,7 -2,9 56,3
Touka Jpba 14,7 -11,9 57,5
[ty6okumit MmanoOGepiioBbIid HepB ciieBa (m. EDB): N<4,0 N>3.0 N<40 N>40 N<55
TOJIEHOCTOIT 4,24 49 75,5
HUXe TOJIOBKU Majio0epIIOBOil KOCTH 14,5 2,5 -49,0 33,1
TIOJIKOJICHHAsI SIMKa 17,2 2,5 0 37,0
[ty6okuii ManoGepiioBblii HEpB cripasa (m. EDB): N<4,0 N>3,0 N>40
rosieHocton — EDB 4,82 3,3
HVKe fibula — ToeHOCTOI 13,9 0,93 -71,8 41,9
TOAKOJICHHAs IMKa —HUXe fibula 15,7 0,92 -1,08 50,0
BounbiiedepiioBblii HepB cieBa (m. AH): N<4,0 N>4.0 N>40 N<55
MenuaibHas JTOIbIKKa 5,15 4.8 74,5
TMOAKOJIEHHAs IMKa 16,1 3,6 -25,0 41,1

Ilpumenanue. m. APB (musculus abductor pollicis brevis) — KOpoTKasi MbILLLA, OTBOASIIAsT OOJIbLION nayiely KUcTH; m. EDB (musculus extensor digitorum brevis) — Mpl1iila —
KOPOTKU1 pazrubaresib najubleB cronbl; m. AH (musculus abductor hallucis) — mpliiia, oTBOs1IAst 0OJBILON Masel; cTornbl; N — HopMa.
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Tabnuua 2.
navyueuma II.

Table 2.

Heps/oTBenenue

CpeauHHbIIA HEPB CrpaBa:
I1 manen kuctu

[ToBepXHOCTHBII MaJIOOEPIIOBLIN HEPB CJieBa:

TbhLI CTOITbI

WKpPOHOXHBII HEPB ClieBa:
Hapy>XHast JIOIbIKKA

JlaTeHTHOCTB, MC

3HaYeHue

2,46

3,00

3,42

HOpMa

N<3,0

HAUHUYECKHUE HABNKWAEHUA

Ammmrtyna, MkB
3HAYeHHe HOpMa
23,6 N>15,0
7,7 N>6,0
8,5 N>6,0

CKOpOCTb npoBeeHust, M/C

Results of ENMG examination of the conduction of the sensory peripheral nerves in patient P.

3HaYeHue HOpMa
54,9 N>50
45,0 N>40
43,9 N>40

Peszyasvmam DHMI-uccaedosanus npogodaueii pyHKyuu nepugepuuecKkux 4y8cmeumenbHvlXx Hepeoe

Ipu nepsuunom améyramoprom oopaweruu ¢ PIrbHY HIIH
6 HeBPON0RUMECKOM CIamyce OMMeHancs HUNCHUL 85.1blll napana-
pe3 0e3 omuemausvixX 4y8cmeumenbHolX Hapyulenuil, ouggysHoie
eunompogus mvluy, eunomonus u apegaexcus. Ilayuenmy 6vi10

nposedero o6caedosanue.

DHHUT-uccaedosanue (maoa. 1, 2; puc. 1): npu uccaedosa-
HUU 21y60Kux Manobepyossix Hepeos ¢ 08YX CIMOPOH Pecucmpupo-
BANUCH «BO3MONCHBIE» MOMOPHBLE OAOKU NPOBEOCHUS 6HE MUNUYHBIX

0451 HEeBPAAbHOU KOMApeccuu Mecmax —
Ha yposHe 2oneneil. [Ipoeodswas pynkuyus
UCCACO08AHHBIX ONUHHBIX HEePBO8 6 Ouc-
manvHeIX omadenax He usmenena. Bce uc-
c1e006aHHbIe HYBCNBUMENbHbIE HEPBbI KO-
neunocmeil unmaxmuot. I[lonyuennvie 6 xo-
de DHMT-uccredosanus dannvie He coom-
8emMcmMeEyIom 31eKmpoouazHoCmu4ecKum
kpumepusim XBIIl (EAN/PNS 2021) u ne
xapaxkmepnut a1 HMCH. [Ipu uccaedosa-
HUU U20NbYAMBIM IAEKMPOOOM 6 NOKOe
6 KAUHUMECKU NOPANCCHHbIX MbIUUAX HO2
CNOHMAHHAS AKMUBHOCMb MbIUEYHBIX 60~
JNOKOH U 08UAMENbHbIX eOUHUY He 3apeci-
CMpUpo8ana, ommeueHa MsaeKdas peuHHep-
B8AUUUOHHAS MOPPODYHKUUOHANLHAS hepe-
cmpoiiKka 3ape2ucmpupo8anHbvix NOMeHyU-
anoe odsueamenvhvix edunuy (I1IE):
6 Mbluye Oedpa cpedHss OAUMENbHOCMb
ILIE cocmasuna 14,5 mc (+20%), cpeduss
amnaumyda TUIE — 2823 mkB; 6 mbluye
eoneHu cpeduss daumenvHocms ILIE co-
cmasuna 13,0 mc (+13%), cpeonss amn-
aumyda IJ[E — 1118 mxB (puc. 2).

1To dannbim yaempaseyko602o uccie-
dosanus (Y3H) nepupepuueckux Hepsos no
npomokony HRUS (high-resolution ultra-
sound; 6xo0um 6 donoaHumMenbHble KpUume-
puu duaenocmuxu XBII), naowads none-
peunoeo ceuenus (I111C) cpedunnoeo nepsa
Ha ypogHe cpedHneil mpemu npeonaeubs co-
cmasuna cnpasa 9,1 mm?, caeea — 9,5 mm?
(N<10); na yposue cpedueii mpemu nie4a
cnpasa — 11,6 mm?, creea 9,7 mm?
(N<13); IITIC sepxueeo cmeona naeueo2o
cnaemenus cocmaeuna cnpasa 6,9 mm?,
creea — 9,7 mm? (N<8); IIIIC cpedneeo

€cmMeoaa naevesoeo cnaemeHus cocmasuia cnpasa — 13 mm?, cae-
6a — 13,9 mm? (N<L8); I1IIC nuxcneeo cmeona nieueoco cnieme-
Husa cocmasuna cnpasa — 10,8 mm?, caeea — 14,0 mm? (N<S8). Ta-
KuM o0paszom, obpauiano Ha cebs 6HUMAHUe Hepe3Koe yeeauteHue
[IIIC cpedneeo u HudiCHe20 CMB0A08 NAeHesbiX cnaemenUil (puc. 3).

Ha ocnoséanuu O0amubiX KAUHUKO-HEUPODU3UON0SUHECKO20
U HelUpoBU3YANU3AUUOHHO20 00CAe008aHUs NPednosazaemble paHee
duaenosvt «XBIIl» u «HMCH» 6viau uckarouenst, 6611 npednono-
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Fig. 1. Conduction blocks of the deep peroneal nerves identified

during ENMG examination of patient P. (marked by arrows)
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JHceH QUAHO3 «BePOMHA MYAbMUDOKANbHAS MOMOPHAS HEBPONa-
mus ¢ 6noxamu nposedenus» (MMH), pekomerdoéarn Kypc évico-
K0003Holl 8HympusenHoll ummynomepanuu (BBUT) npenapamamu
4e108e4ecK020 UMMYHO2A00YAUHA 8 cymMmapHoU dose 2 e Ha I ke
Mmaccel mena nayuenma. Tepanus 6viaa nposedena no mecmy Hcu-
meavcmea, agpgexma om BBUT ommeuero ne 6vi10, Hapacmanue
CUMNIMOMAMUKY NPOOOAIHCANOCH. Yuumblieas HEYKAOHHOe npocpec-
cuposanue 651020 mempanapesa, HeIQHeKmusHoCms UMMYHOCY-
NPeccusHoll U UMMYHOMOOYAUPYIOUell mepanui, a maxdice npucoe-
dunenue 6 JuHamuike 0yAbOAPHBIX HapyuleHull (YKA3aHO Huice),
OUBUMMYHHbLI 2eHE3 HeBPON0UMECKUX HAPYUWEHUI Obll UCKAKYEH
HOAHOCMbBIO, 3aN0003PEHA «00e3Hb 08ULAMENbHO20 HEUPOHA, 8apU-
aHm npoepeccupyroueit MblueyHol ampopuus, peKomeHA08aHo 00-
caedosarue 6 ycaosusx cmavyuonapa OI6HY HIIH.

Ipu eocnumanuzayuu ¢ cmavuonap PrbHY HI[H ¢ sneape
2023 2., cnycms 3 mec nocae amOyaamopHoil KOHCYAbmayuu, NoOMu-
MO panee npedssieAseMbiX Jcan00, Komopble 6 OUHAMUKe HapOCal,
nayuenma Hauaau 6eCNOKOUMb CAOJICHOCMU NPU 8ble08APUBAHUL
€106 U INU300bl NONEPXUBAHUS HCUOKOL ULl

B Heeponoeuueckom cmamyce npu nOCMYnAeHUU 8 Cmayuo-
Hap: peuesvle nepcesepayuu; 08yCMOPOHHUI SK30mansvm u 630p-
UHOYUUPOBAHHDBLI CPEOHeaMNAUMYOHbII HUCmaeM Npu 83eas0e

6 cmoporbl u egepx. Ommeuarucy Hapyuenus nAaeHOCMU cAeos-
WUX 0BUICEHUll U eunepmempus caKkkaod, eUnoOMumMus U aeekoe
CHUICEHUE CUNbI MUMUHECKUX MbIUY, YMepeHHble OUCHOHUS U OU3-
apmpus, nogvluieHue 210mo4Hoe0 pegaekca. Peghaexcol oparvro-
20 ABMOMAMu3mMa nPeocmasnerbl 1eeKUM 0JCUBACHUEM HUICHeHe-
arcmuoeo pegaekca bexmepesa u pegaexcom Bropna—Tyaysa.
S3blk no cpedHell auHuu ¢ AeeKoil Kpaesoil eunompogueil.
Ilpu ouenkxe deueamenvroil cghepvr — epyoOulil 6546l mempanapes,
boee gbipasiceHHblll 8 HO2aX, cAABOCMb AKCUANbHOL MYCKYAamY-
pbl [ceubamenu weu — 4 6aana no lllkare Komumema meduyun-
cxux uccaedosanuii (Medical Research Council Scale, MRC), 6bi-
eubaem cnuny Ha 5—7 cm[, kawnegoi moavok ocaabaen. Cyxo-
JCUNbHBIE DehaeKCchl 8 PYKAX CHUNCEHbL, 8 HO2AX — OMCYMCMEY-
rom. Muviweurnvtii monyc oughgpyzno crhumncen. Jug@ysuvie euno-
mpocghuu moiuy Koneunocmeli (bonee evipaxncervl 6 Hoeax). Omme-
Yaauch eQUHUYHbIE 8bI36AHHbIE ACYUKYAAUUU 8 Mbliuyax dedep.
[Ipu oyenke vyscmeumenvroii cghepsvl onpedensnaces eunepanee3us
cmon npu coxpanHoii eaybokoii uyecmeumenviocmu. Ilasvyeno-
€08Y10 Npoby 8bINOAHAAN C N€2KOll ducmempuell ¢ 08yX CMOPOH, Hsl-
MOUHO-KOACHHYIO He BbINOAHAA BUADY GbIPAICEHHOCMU napanape-
3a. B npobe Pombepea ne cmosin. [loxooka napemuueckas, nepe-
deueancs ¢ NOMOULbH X00YHKO8.
Takum obpaszom, pazeepnymas Kau-
Huveckas KapmuHa 3a0601e8aHus HA MO-
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" menm eocnumanusavuu ¢ OIb6HY HI[H

OblAG NOAUCUHOPOMANBHOU U CKAAObIEANACD

£ U3 CUMNMOMO8 HAPYUIeHUs 8bICULUX KOPKO-

T 8bIX QPYHKUYUIL, MO3NCEUKOBbIX U HYGCMBU-

MeAbHbIX HapyuleHuil, nceedodyab0apHo2o

cuHopoma, a makdce OOMUHUDYIOUe20

6 KAUHUYeCKOl KapmuHe CUHOPOMA nopa-
JICeHUsI HUICHe20 MOMOHELIPOHA.

B ycaosusx cmayuonapa HIIH 6bi10
nposedeno 0onoaHumenvHoe 0ocaedosanue:

1) obwecomamuueckuii rabopamop-
HbLI U UHCIMPYMEHMAAbHbLI 20CNUMANbHbLT
KOMNAEKC uccredosanuii — 6e3 cyuiecm-
BEHHbIX OMKAOHEHUIL;

2) cnupomempus — yMepeHHOe CHU-

JIcenue JICUSHEHHOU eMKOCmU AeeKUX 00
82% om doaxncroco;
A 3) npu Heliponcuxonoeu4ecKom mec-
Mmuposanuu ¢ uchonviosarnuem A0OeHoOpyK-
ckoll wkanwvl: oowui 6arn — 81/100
[Kpamkas wkanra ouenku ncuxuueckoeo
cmamyca (Mini-Mental State
Examination, MMSE) — 25/30 6annos,
eHUMaHue u opuenmayus — 14/18 b6annos,
namamos — 22/26 6anno6, peuesas aKkmue-
Hocmy — 5/14 6annos, peuv — 25/26 ban-
108, 3pUMenbHO-nPOCMpPaAHCMEEHHbIE
@yuxyuu — 15/16 6ain08/;

4) anexkmposnyehanroepagus: peeu-
cmpupyemcsi COXpaHHblil KOPKOBbIll pumAm,
ommeyaemcsi neeKas e2o 0e30peanu3ayus.
JlokanvHbix uzmenenuil u anusenmugopm-
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Puc. 2. Pezyrvmam DMTI-uccaedoéarnus mviuiy

HUMICHUX KOHeuHocmell nauyuenma 11.

Fig. 2. The result of an EMG examination of the muscles

of the lower extremities of patient P.
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HOU aKmueHocmu 6 @oHe U npu QYHKUUO-
HANbHBIX HACPY3KAX He Bbls6AeHO;

5) MPT econoenoeo mo3zea: é benom
gewjecmee 000uUx NOAYWApuii 004bUIO20
Mo3ea (npeuMyuecmeeHHo 8 1e60M) onpe-

Hesponoeus, Heiiponcuxuampus, ncuxocomamurxa. 2024;16(4):68—75



densaomesa eQuHUUHble MeaKUe o4aeu, eeposinHee 8ceeo, cocyou-
CcMoeo eeHe3a (Mukpoareuonamus; puc. 4).

Obpawan Ha cebs HUMaHUe CeMeliHblll aHaMHe3 nayueHma
(puc. 5): y mamepu npobanda ¢ 55 nem ommeuanruco npocpeccupy-
rouue HapyueHus Xxo0v0bl, uepes 3 200a 0HA ObLAA NPUKOBAHA K UH-
8GNUOHOMY KDPecny, SI8HbIX KOSHUMUBHbIX HApyuleHuil He 0bl10,
ymepaa 6 61 200, npednosoxcumenvHbiM OUASHO30M HO MECMY JCU-

JleBoe nneyesoe cnnereHue

+ Area 0.112 cm?
. Area 0.126 cm?
Area 0.142 cm?

Puc. 3. Y3U cmeon06 aesoeo naeuesoeo cnaemenus (a)
U cpedurHbix Hepeos (0, 8) nayuenma I1.
Fig. 3. Ultrasound of the trunks of the left brachial plexus (a)
and median nerve (b, c) of patient P.

Hesponoeus, Heiiponcuxuampus, ncuxocomamuxa. 2024;16(4):68—75

HAWNHUYECKHUE HABNKWAEHUA

menbemea 0viA0 «0Cmpoe HapyuleHue M03208020 KPOBOOOPAUEH U .
Y npobanoa dea cosepuierHonemMHUX CbIHA — KAUHUYECKU 300PO8bL.

Bo epems eocnumanusayuu Obiau noOAYYeHbl Pe3yabmamol
NOAHOIK30MHORO CEKB8EHUPOBAHUS: BblGAEH ONUCAHHBLI paHee Na-
moeennwiil sapuanm c.305C>T (p.P102L) 6 eene PRNP 6 cemepo-
3USOMHOM COCMOAHUU, accoyuuposannblil ¢ paszeumuem CLIIIII.
[Iposedena sanudayus evisa6aeHHO20 8apuanma mMemooom npsmoo
cexeenuposarus eena PRNP no Caueepy, umo no3e0auno oKoH4a-
menvHo eepuduyuposams duacnos. Kpome moeo, i 6visi61eH ua-
cmotii noaumopgusm p.Met 129Val (p.M129V) ¢ cene PRNP 6 ceme-
DO3UOMHOM COCMOSHUU.

OGcympenne

IIpuBeneHHbIN KIMHUYECKUI cliydail JEeMOHCTPUPYET
CJIOKHOCTU TpoBeAeHus: ITuddepeHInanbHO AUarHOCTUKU
CI'LHII ¢ 6one3Hblo ABUraTeJIbHOTO HEMpOHA, a TaKXKe C Ha-
CJICICTBEHHBIMU Y IM3UMMYHHBIMU HEBPOIATUSIMU.

B 6onbmmHerBe cayyae CILHII auddepeHuupyioT
C HACJIEACTBEHHBIMU MO3XEUKOBbIMU aTakcusimu [4, 5], BKS
|6], HacaenCTBEHHBIMU CIIACTHYECKMMU Maparuierusmu |7, 8],
paccessHHBIM CKJIEpO30M [9], cMHOApOMaMu aTUIIUYHOTO Iap-
KMHCOHM3Ma 1 OBICTPOIIPOTPEeCCUPYIOIIMMHU AeMeHIuaMu [10].

Puc. 4. MPT 20106H020 mo32a nayuenma I1.
6 pexcumax T2 FLAIR (a) u DWI (6)
Fig. 4. MRI of the brain of patient P.
in T2-FLAIR (a) and DWI mode (6)

AN

Puc. 5. Podocrosnas navuenma I1.
Fig. 5. Genealogic tree of patient P.
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HAWNHUYECKHUE HABNKWAEHUA

Ornucanust crydaeB ¢ TPyTHOCTSIMU nuddepeHIInaTbHON quar-
Hoctuku CI'HILI ¢ BAH u nmonuHeBpornaTusiMyu BCTPEUarOTCs
peInKo, 9TO TOAYEPKUBAET IICHHOCTh HAIIeTO HAOMIOICHUSI.

HecmoTpsi Ha Hanuuue «KJlacCUYeCcKoro» GheHoTumna
CT'LLI, B tuTepaType TakKe UMEIOTCS OIUCAHUSI APYTUX Bapu-
aHTOB JaHHOro 3abojieBaHus: BKS-momoOHBI, (eHoTUn
C «YUCTOM» IEMEHIIMEN U MO3THUM MPUCOECAMHEHUEM aTaKCUH,
a Takke 1ocratoyHo peakuii BapuanT «CIILL ¢ apediekcueit
W TIapeCcTe3UsIMU».

CI'LUII, accouuupoBaHHBIM ¢ wmyTtaumeir p.P102L
(CT'IU-p.P102L), sBasgeTcss HEYKIOHHO TTPOTPECCUPYIOIINM
HelipoAereHepaTUBHBIM 3a00JIeBAaHMEM C ayTOCOMHO-IOMM-
HAHTHBIM TUTIOM HACJIe[IOBAHUS, TIPUYEM TaHHAsT MyTallusl SIB-
JsieTcsl HamboJiee pacmpoCTpaHeHHOU Cpean BCeX CyvaeB
CI'lII B mupe [11, 12]. CoracHO 2NMAeMUOJIOTUYECKUM UC-
ciefnoBaHusM, 3aboseBaemocts CI'TIIII B Mupe cocTtaBisieT oT
1 no 100 cayyaeB Ha 100 mutH HaceneHust B rof [13], Bo3pacT
BO3HMKHOBEHMS MIEPBBIX CUMIITOMOB BapbupyeT oT 30 10 60 serT,
a TMPOJOJIKUTEIbHOCTh 3a00JieBaHUsI COCTaBJIsIeT OT 3,5 1O
9,5 rona [14].

CI'HIILH-p.P102L o6bryHO XapaKTepu3yeTcsl AeOI0TOM
CUMIITOMOB C MO3XEUYKOBOUM aTaKCUM B CPEIHEM BO3pacTe
W TIO3IHUM TIPUCOCAMHEHNEM KOTHUTUBHBIX HapyLICHHWI, UTO
CYIIIECTBEHHO 3aTpyAdHSET TOCTAHOBKY AMAarHo3a Ha pPaHHMX
cranusx 3aboneBanusi. HecMOTpst Ha €UHBIN TEHOTUTT — MyTa-
uuto p.P102L — 3ab6osneBaHue xapaKTepu3yeTcsl 3HAUUTEIbHOMI
(beHOTUITMYECKOI reTepOreHHOCThIO [15]: B JuTeparype cylie-
cTBYIOT onucanus aedora CI'IIII-p.P102L ¢ cumnTomMoB ru-
nopediekcun, GacuuKyIIuil u amuorpoduit [16, 17], 6ones-
HEHHBIX IM3ECTe3Uil, COMPOBOXIAIOIIMXCS MapKUHCOHU3MOM
M CIIACTUYHOCTBIO B HUXKHUX KOHeuHOoCTsX [ 18], aTpodueii 3pu-
TeJbHBIX HEPBOB, a TaKXKe KpaliHe peAKUX aTUMTUYHBIX CIyYaes,
WMUTHUPYIOLINX TTPOTrPEeCCUPYIOIINIA HaXbIAePHBIN Mmapanny [19,
20]. B Hekoropsix caydasx CILIII-p.P102L MoxeT ObITh KK~
HUYECKM HEOTIWYMM OT cropamddeckoit dopmbl BKS [21].
[MprunHBI TAKOTO pa3HOOOpa3Ksl CUMIITOMOB IO CHX TTOP OCTa-
IOTCSl HESICHBIMU, OJTHAKO MPEIIOoJaraeTcs, 4To noJuMopdusm
B konoHe 129 rena PRNP (p.Met129Val) unu ocobeHHOCTH pac-
npeaesieHus aTUMUYHbIX HopM npuoHHoro 6enka (PrP) B pas-
JIMYHBIX 00J1ACTSX TOJIOBHOTO MO3Ta MOTYT MTPaTh POJIb B BO3-
HUKHOBEHUM MHOTOOOpa3HbIX KIIMHUYECKUX MpOosiBIeHU [15].

VY Haumero mamuyeHTa Mbl HaOJoganu runopedaeKCcuio
B PyKax U TMOJIHOE OTCYTCTBHME INTyOOKUX pedieKcoB B HOTax,
Hanmmuure Audhy3HBIX TUMOTPOGMUI MBIIIL KOHEYHOCTE U TH-
nepajre3uto CTOI, oIHaKo mpu InpoBeneHuu DHMI He ObLI1O
BBISIBJICHO M3MEHEHUIA TIpOBOISIICH (QYHKIIMU UTMHHBIX HEp-
BOB B IHCTaJbHBIX OTIEJIaX KOHEYHOCTEH, a MCCIeIOBaHHBIC
YYBCTBUTEJbHBIC HEPBBI ObLIM MHTaKTHBI. COTJIaCHO MCCIIEIO-
BaHuto E. Salsano u coast. [22], CI'IUII-p.P102L gnsiercs
eIMHCTBEHHBIM 3a00JieBaHWEM, TPU KOTOPOM apedeKChst
1 aMUOTPOMUHU B HIDKHUX KOHEYHOCTSIX aCCOLIMUPYIOTCST C HOP-
MasibHbIMU TtapameTpamMu DHMI 1 comaToceHCOPHBIX BbI3BAH-
HBIX MTOTeHLMATOB. Takasi HEOObIUHAS JUCCOLMALMS KIMHUYE-
CKOI KapTUHBI U JAaHHBIX HEHPOGDU3UOIOTUYECKOTO UCCIeI0Ba-
HUS MOXET ObITh OObSICHEHA CEJIEKTMBHBIM BOBJICUCHUEM 3al-
HUX POTOB TMOSCHUYHBIX CETMEHTOB CITMHHOTO MO3Ta C COXpaH-
HOCTBIO CEHCOPHBIX CITMHAIBHBIX TAHTJIMEB U TTepUQPEPUIeCKUX
HepBoB. [Ipenrosnaraercst, YT0 CUMIITOMBI B OCHOBHOM MOTYT
OBITH OOYCJIOBJICHBI TTPOTPECCUPYIONICH MHUEIIONAaTUEH BCICACT-
BHUE OTJIOXEHUS OJIAIIEK TMPUOHHOTO GelKa B CIIMHHOM MO3Te
y nauuentos ¢ CI'LUII [22]. JaHHOe mpearonoxeHue ObLIo
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MOATBEPXJAEHO B MccienoBaHuu M. Yamada u coaBT. [18]
Ha ayTOINCUHHOM MaTepuajie cuMHHOro Mosra. Kpome Ttoro,
y ogHoro nauuveHTta ¢ CI'IIII-p.P102L npu nposeaeHuun MPT
MOSICHUYHO-KPECTILIOBOTO OTJIe/Ia TO3BOHOYHMKA ObLIA BbISIBIIC-
Ha aTpodusi CHUHHOTO MO3ra Ha JaHHOM ypoBHe [22].

CyuTaercs, YTO MPOTPECCUPYIOLINIA BSIJIbIA HUKHUIA Ma-
pamnapes ¢ apedaekcueii, mapecTe3ussMu Mpyu COXPaHHO Mpo-
BosIIeH (DYHKIMU HEpBOB 1o JaHHBIM DHMI moryT ObITH
MaTOTHOMOHUYHBIMU JAMATHOCTUYECKUMM TPU3HAKAMU ITOTO
BapuanTa CI'LILI [22].

Ha6mronasmrasicst y Hatero maiveHTa TUIepaire3us CToI
He uckiouana auarHo3 bJIH. M3BecTHO, 4TO Yy MallMeHTOB
¢ B/1H n3MeHeHMsT B COMaTOCEHCOPHOU CUCTEME HEPEIKH, XOTSI
MPU3HAKU HApYUIEHUS TIPOBENECHUS MO YYBCTBUTEJIbHBIM HEp-
BaM paccMaTpUBAIOTCSl KaK OCHOBaHWE IJIsl MepecMoTpa auar-
Ho3a. [IpaBuibHas MHTepHpeTalysi CEHCOPHBbIX CUMIITOMOB
MMeeT BaXXHOE 3HAaueHWe ISl MOHUMaHUsl 3TUONaTOreHeTuye-
CKMX U KInHu4Yecknx ocooeHHocteir BJIH. CyiecTByioT oo1111e
CBSI3M MEXy CEHCOPHBIMU addepeHTaMu U MOTOPHBIMU CUM-
MTOMaMU 3a00JieBaHUsI, TOCKOIbKY (DacIIUKYISLNU, XapaKTep-
Hast ocobeHHocTh BJIH, Moryr ObITh BbI3BaHbI CEHCOPHBIMU
ctumysiaMi [23]. DTa 0COOEHHOCTh IMTOMYEPKUBAET TOT (haKT, YTO
CEHCOPHBIE TIYTU UTPAIOT BAXKHYIO POJIb B KIIMHUMUYECKUX TTPOSIB-
JIEHUsIX 3a00JIeBaHUST ¥ TIO9TOMY He CJIeyeT paccMaTpUBaTh MX
KaK M30JIMPOBAHHBIM KOMIIOHEHT, 000COOJIEHHBII OT MmaTtodu-
3UOJIOTUIECKUX MEXaHW3MOB, TIPOUCXOSIINX B ABUTATSILHON
cucteme [24].

[pu3Haky BoBJI€YeHUST BEpXHETO MOTOHEpOHa (YMepeH-
Hble TUCHOHUS U AN3APTPUSI, TOBBILLIEHUE TTOTOYHOTO pedex-
ca 1 pedaeKChbl OpaIbHOTO aBTOMAaTU3Ma), KOTOPbIe ObUIU BbISIB-
JIEHBI Y HaIlero MalyeHTa, CBUETEIbCTBOBAIN B MOJIb3Y TICEB-
n00yn1b0apHOTO CUHAPOMA, KOTODPBI YacTO COMPOBOXKIAET
BIH nHa cTaguu BTOPWYHOI TeHepaiu3aluu HellpoaereHepa-
THUBHOTO TIpoliecca. Merotrecs y malneHTa KOTHUTUBHBIE Ha-
pymieHus1 (MIpeuMyIIeCTBEeHHOe CHUKEeHUE PeuYeBOll aKTUBHO-
CTW, BHUMaHUS Y OPUEHTAINN) B COYETAHUN C KITMHUIECKUMU
MpU3HAKaMU BOBJICUEHHOCTH MOTOHEHpOoHAa Ha CTBOJIOBOM
YPOBHE TpeOyIoT BKIIOUeHUS B MudhepeHIInaTbHO-TUarHOCTH -
yeckuid psia HacienctBeHHbIX ¢dopm BJIH ¢ KOrHUTMBHBIMU
Y OBEACHYECKUMU HApYLIEHUSIMU (KOMIUIEKC «O0KOBOI aMHO-
Tporueckuit cKIepo3 1 J0O0HO-BUCOUYHasT aeMeHLus» — BAC-
JIBM1). Baxubim acnektom nuarHoctuku BAC-JIB/I siBnsietcst
TOT (hakT, 4TO dKcnaHcus rekcaHykineotuaHbix GGGGCC-no-
BTOPOB B TeHe ¢90rf72, OTBETCTBEHHOM 32 Pa3BUTHE OOJBILINH-
ctBa ciayyaeB BAC-JIB/1, He BBISIBISIETCSI METOIOM TTaHEJIBHOTO
U 9K30MHOTO CEKBEHUPOBAHUS W TPEeOYeT MPOBENEHUs TapreT-
Hoit JIHK-nuarHoctuku MmetonoM ¢pparMeHTHOIrO aHajau3a.

[1pu ouileHKe KOOPAMHATOPHOM chepbl 0Opalliaiy Ha cedst
BHUMaHWe TIPU3HAKY JIETKO BBIPaKeHHOW MO3XEUKOBOI aTak-
CUU — HUCTarMm, HapylieHue TUTABHOCTHU CJIEISIINX JIBVDKEHUI
[Jla3 U TUMNEPMETPUsl CakKal, NUCMETPUsl MpU MPOBEIECHUU
MajJblIEeHOCOBOU MpPOObI. JlaHHBIE TIPOSIBIECHUS SIBISIIOTCS] LIEH-
HBIMM /151 TMarHOCTUKY U TUnuuHbIMU a1t CILIL, oqHako He
xapakTepHbl 11 B/IH.

Kpome Toro, BaxkHOe 3HaYeHUE UMEET OTSTOLICHHBIH ce-
MeIfHbII aHaMHe3. B HallleM KJTMHMYeCcKOM cliyJyae y MaTepu ma-
LIMEHTa OBbLJTU CXOMHbIE CUMIITOMBI, HO, HECMOTPSI Ha TIOJIOXH-
TEJIbHBIN CeMENHbBIN aHaMHe3, TTAIUeHT ITUTeJIbHOe BpeMsT Ha-
OJromancst ¢ AMarHO30M UIMOTMATUYECKOUW TU3MMMYHHOUN HEB-
poTaTuM TIPU OTCYTCTBUU HEMPOPU3NOTOTUUECKUX TUATHOCTH -
YecKMX KputepueB 1 3ddekTa OT MPOBOAMMOI TepaITiH.

Hesponoeus, Heiiponcuxuampus, ncuxocomamurxa. 2024;16(4):68—75



[TooXUTETBbHBIN pe3yBTaT UCCICIOBAHUSI HAa aHTHUTENA
K TaHTJIMO3MIaM B KPOBH IMAallMEHTa, a TAKKe PETUCTPaLUs MO-
TOPHBIX OJIOKOB MPOBEACHUS BHE TUIMUYHBIX TSI HEBPAJTbHOM
KoMITpeccuu Mectax 1o gaHHbiM DHMI -uccinenoBanust HoCAT
HEOJHO3HAYHbIN XapakTep. YKazaHHbIe U3MEHEHMS MO3BOJIMIN
Ha OJTHOM M3 3TafoB AMAarHOCTUKU OLIMOOYHO MPEATOJ0XUTh
Hannuue y nmauveHTa MMH. OtcyrctBue addekra or BBUT
HWCKJTIOUMJIO TIpeArojiaraeMblii AMarHo3, B TOM YMCJIe B paMKax
double trouble u CT'III+. Tem He MeHee HaTU4KMe BhILIEYKa-
3aHHBIX JJAOOPATOPHBIX U HEHPODUINOTOTUICCKIX U3MEHEHUIA
JIO CUX TIOp OCTaeTCsl IIPEIMETOM ITUCKYCCHIA.

Takum 06pa3oM, B HACTOsIIIEe BpeMs IPUKU3HEHHAST T -
arHoctuka CI'IILI ocHoBbIBaeTcs rjIaBHBIM 00pa3oM Ha HaJIU-
YU TTOJIOXKUTEIBHOTO CEMEIHOro aHaMHe3a, KIMHWYECKUX
MPOSIBJICHUI Y TeHETUYECKOro TecThupoBaHusi. KoBapHBIM sIB-
JIIeTcd TOT (haKT, YTO pa3BepHyTast KIIMHWYECKash KapTHHA MO-
KeT HabmogaTbes yke Ha (puHaabHO# craguu O6osie3nu. MPT
TrOJIOBHOI'O MO3ra 1 3jeKTposHILedanorpadust octaloTcsi Majio-
MHGOPMATUBHBIMU, OCOOEHHO Ha pPaHHUX CTaausIx 3aboJieBa-
HUS, a8 MHOTOUMCIICHHBIC JJaOOpaTOpHbIe 00CIeIOBAHUS U OIle-
patop-3aBucumoe DHMI-ucciaenoBanue u BoBCe MOTYT 3ally-
TaTh. «30JIOTBIM CTAHIAPTOM» MUATHOCTUKU SBIISICTCSI TCHETH -
yeckoe rccieqoBaHue — MouckK MmyTtauuit B rene PRNP. B cBsizu
C HA3KOM YacTOTOM BCTpEeYaeMOCTH JAaHHOTO 3a00JIcBaHNUS BO-
MPOC €T0 TMaTHOCTUKU OCTaBaJICs Obl JUIMTEbHOE BpeMsI Hepe-

HAWNHUYECKHUE HABNKWAEHUA

LIEHHBIM 0€3 MCTIOJIb30BAaHUS TeHETUYECKUX TTaHe e, BKITIoYa-
IOLIKX OOJIBIIIOE YMCIIO T€HOB, aCCOLMUPOBAHHBIX C HACIEICT-
BEHHBIMU HeMpoIereHepaTUBHBIMU 3a00JIEBaHUSIMU, JTNOO TTPO-
BEJCHUS 9K30MHOTO CEKBEHUPOBAHMUS.

K coxaneHuto, Ha CeronHSIIIHUI IeHb HE CYLIECTBYET 3(P-
exTuBHbIX MeTOOB ieueHust CITHILL, B ¢BsI3U ¢ 3TUM paHHSss
JNIMarHOCTUKA SIBJISIETCS KJIIOYEBBIM (haKTOPOM JUISI MPUHSITUS
Mep Mo 00eCcreuYeHnI0 CBOEBPEMEHHOM Ma/NIMAaTUBHOM MMOMOIIN
U MEIUKO-TEHETUYECKOrO KOHCYIBTUPOBAaHMS MPOOaHIa U €ro
POICTBEHHUKOB, a TaKXKe IS IIPEAYTPEXICHUST HEHYKHBIX Te-
PpareBTUYECKUX BMEILIATEILCTB € UCITOJIb30BAHUEM JOPOTOCTOS -
IIUX BUIOB JICYCHMSI.

3aknwvenune

CTLUII gBnsiercss KpaliHE peIKUM HaCIeACTBEHHbIM
MPUOHHBIM 3a00JieBaHMEM C BapuaOeIbHOW U MOJUCUHAPO-
MaJbHO CMMITOMAaTHKO Ha pa3BEpHYTBIX CTaAusIX 0o0Jye3-
HuU. SAnapom deHoTHna B AeblOTe 3a00JieBaHUSI MOTYT BBICTY-
MaTh MPU3HAKU MOPaKEHUSI HUXKHEr0 MOTOHEPOHA KakK Mpo-
SIBICHUsI TIPOrpecCcUpylolleil MueaonaTtuu, MMUTUPYIOIIUE
KINHUYECKYI0 KapTUHY HACIEACTBEHHBIX U OU3UMMYHHBIX
HeBpomaTuii, a Takke b/IH. 3anono3puts CI'LLII mo3Bos-
€T MUCCOIMAIINS MEXIy 3HAYNUTETbHOM CTEITeHbIO BhIpaXKeH-
HOCTH CHUMIITOMOB M MaHHBIMM 3JIEKTPOPU3UOTOTUIECKIX
UCCIIENOBAHUN.
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HccnenmoBanre He MMeJIO CTIOHCOPCKOM momaepkku. KoHGIMKT MHTepeCOB OTCYTCTBYET. ABTOPBI HECYT TTOJIHYIO OTBETCTBEH-
HOCTb 32 MPeIOoCTaBlIeHe OKOHYATeTbHOW BEpCUM PYKOTIMCH B TieyaTh. Bce aBTOPHI MPUHUMAIN yJacTe B pa3pab0TKe KOHIIETIIINT
CcTaThM W HaIMCaHUU pykorurcu. OKOHYATeIbHAs BEPCUST PYKOIMCH ObUTa 0M0OpeHa BceMU aBTOpaMu.
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