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CORTICO-BASAL DEGENERATION (CLINICAL CASE)

The article presents a clinical case of cortico-basal degeneration. The complexity of the diagnosis and treatment of this

complication is demonstrated.
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KOPTI/IKO*éaISaJIbHaH Jlereneparyis — pejikoe 3a60Je-
BaHIe, KOTOPOE XapaKTePU3YeTCst ACHMMETPUYHBIM
MOPaKEHUEM TPEUMYIIECTBEHHO JOOHO-TEMEHHOI
KOPbI, 6A3aJIbHBIX FAHTJINEB, 3yOUAThIX sI/Iep MO3MKeuKa
U KJINHUYECKU TIPOSIBJISIETCST ACUMMETPUIHDBIM MAPKUH-
COHM3MOM B COYETAHWU C JAMCTOHUEH, MUOKJIOHYCOM,
TPEMOPOM U KOTHUTHBHBIMHU HapyIineHusiMu. J[laHHoe
3a6osieBanue aeboTupyer B Bodpacte ot 50 g0 60 ser.
My>KauHbl OOJIEIOT HECKOJIBKO dvallle, 4eM >KeHIIUHbI
[1-3].

Ocob6erroctn  mMatoMOPQOJTOTHIECKON KapTUHDI
TO3BOJIAIOT OTHECTH JaHHOE COCTOSHEE K TPYIIe Tay-
TMaTHi, 94TO TpejIoJaraeT B KadecTBe BeYIIero maTo-
reHeTHYeCKOro MeXaHu3Ma HapylileHne Metabo/m3Ma
OCHOBHOTO GeJika BHYTpeHHell HellpoHaIbHOII MeMOpa-
ubl (tay-nporenna). IIpu MaKPOCKOIIUYECKOM HCCIEL0-
BaHUM OTMeYaeTcst acCMMeTpryHas arpodust BelecTsa
Mo3ra, 6oJiee BbIpaKeHHAsI B TEMEHHOI 1 JJOGHOI KOpe.
MUKPOCKOIIMYECKH B MOPAYKEHHBIX 30HAX KOPbBI BbISIB-
JgeTcs pe3Koe yMEHBIIeHHWe UYNCICHHOCTH KJETOK,
yTpara MUeJUHU3UPOBAHHBIX BOJOKOH U TJIH03 B GeJIoM
BerecTBe. AXpoMaTnieckne GaanoHo00pasHbie HeHpo-
HBI 06HAPY>KUBAIOTCS BO BCEX CJIOSX KOPBI, B 6a3asb-
HBIX TaHTJNAX W CTPYKTypax cTBoJja. Taxke oTmeua-
I0TCSI BHYTPHUKJIETOUHbIE HEPOHATIbHbBIE BKJIOYEHMS,
coJiepsKaliue MaToJOTHIeCKuil Tay-mpotenH [4-6].

[l TOCTaHOBKHM AMarHo3a HeoOXOANMO HaIWdHe
TPEX W3 CJEAYIONINX IIECTH TPU3HAKOB 3a00JICeBAHII:
AKUHETHKO-PUTHIHBIN CHHAPOM, (HDEHOMEH <«dyiKOil
KOHEYHOCTH», AlPAKCHs WM HAPYIIEHIE CJIOKHBIX
BUJIOB IJIyOOKOI 4yBCTBUTEIBHOCTHU, (POKATBHAST [IHCTO-
HUST B KOHEYHOCTH, TTOCTYPAJbHBIA UJIH KIHETHYECKUIT

TpPEMOp, MUOKJIOHWUU. [IPaKTHYECKN y BCEX TAIUEHTOB
Pa3BUBAIOTCSI KOTHUTHBHBIE HAPYIIEHUSI, KOTOPbIE Ha
HavyaJbHBbIX JTanax 3a0o/eBaHUsd HOCAT JIETKUI W
YMEPEHHDBIIT XapakTep, HO 3aTeM B OOJIBIITHHCTBE CJIy-
4yaeB TpaHCPOPMUPYIOTCS B AeMeHImo. [loMuMo Kor-
HUTUBHBIX HAPYIIEHUN, YacTO HAOTIOMAETCS IETPECCHS,
MOTYT Pa3BUBATHCS AlaTUs WM BO3OYKIEHWE U Pac-
TOPMOKEHHOCTD [ 6-8].

PE3YJIbTATbI 1 ObCY>XXAEHWNE

B cenrsiope 2019 r. nammentka K. 70 mer, camo-
CTOATENBHO 06PATHIACh B HEBPOJOTHYECKOE OT/IeIeHNUe
I'AY3 KOKB nm. C.B. Bessiea ¢ skamobamMn Ha CKO-
BAHHOCTb U JIPOXKAHWE B IIPaBOil pyKe, B MeHbIei
CTeleHN TIPABOil HOTe, OTCTABAHHWE MPABOW HOTM IIPU
X0/1b0e, HEYCTOWYMBOCTD HPU XO/b6e, 001y 3aMe]l-
JIeHHOCTb ABuxKkeHuil. Taxkske nmanuenTka orMevana, 4To
mpaBas pyKa e¢ «He CIyIIaeTcsS», MHOTJAA «He OTAAcT»
1 CaAMOCTOSITENIBHO «XBartaeT» npeaMernl. IIpu BbimnoJ-
HEHUN TOHKMUX [BIKEHHUIl TMaJbllaMi OJHON KHUCTH
TMOABIAIOTCS AHAJOTHYHBIC IBIKEHUS B JAPYTOM.

W3 anamuesa: Gosieer B Tedenue st Jet. B ne6io-
Te 3a6oJieBaHnst GECIIOKONIN HEJIOBKOCTb M OTCTaBaHHe
paBoii HOTH npu Xo/bbe, HeycTonunBocTh. Ilo3zixke
TIPICOEMHIINCH CKOBAHHOCTD B IPaBOI pyKe, TPEMOP
B NIPABBIX KOHEYHOCTAX. [MITOKIMHE3NST HEYKJIOHHO TTPO-
TpeccupoBaa, yXyAlIHIach Xoabba. B Tedenue mocaes-
HETO TO/1a MOSBUJIACh ABTOHOMHAS JABUTATEIbHAS AKTHUB-
HOCTb B IIPABOil PyKe U CHHKMHETHYECKHE [[BIKEHUS B
00enx BepXHUX KOHeYHOCTsIX. OMHOKPATHO OTMeyasa
CHOHTAHHOE TaJIeHIIE.
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B reuenme anmTENbHOTO BpeMeHHN HAGIOLAETCS TI0
MOBOJY COCYANCTOH TATOJOTHH TOJOBHOTO MO3Ta,
Goseznu Ilapkurcona, B CBSI3UM ¢ 4eM ObLJIO Ha3HAYEHO
crefyionee JI€UEHMe: CTalIeBO, MUpATeKe 10 4,5 Mr/
cyTKkH. B macTosmee BpeMs MPOBOINTCS KOPPEKINA
KOMOMHUPOBAHHBIM [TPOTUBONAPKUHCOHUYECKUM  TIpe-
naparoM Mazgonap (125 Mr 6 pa3 B [eHb), 6e3 HOM0KU-
TesbHOTO 3(ppexta. HacaecTBEHHOCTD He OTATOIIEHA.
CrpajaeT TUIEPTOHMYECKOH O60Je3HbIO, MPHHUMAET
THIIOTEH3UBHYIO TEPaMHIo.

B meBposormdeckoM cTatyce Ha MOMEHT MOCTYILTE-
HUS: CO3HAHNE SCHOEe, BO BPEMEHH, OKPY KafoleM OpH-
€HTHPOBaHA, CHIDKEH (DOH HACTPOEHMS. 3padyKh paB-
Hbl, (POTOPEAKINH JKUBblE, 0ObEM [BIDKEHUN TJ1a3 He
OTpaHWYeH, 3PUTENbHBIX HapyIleHWi HeT. JInmo cum-
MeTpHyHO, Jérkasg runmoMuMusi. Cy6beKTHBHO CIyX He
CHUIKEH, peub pazGopunBasi, TOJ0C 3BYUYHDIi, TJIOTaHIe
He HapyIIeHO. SI3BIK pacmosoKeH MpsSMO, THIIOTPOMIi
Her, cuia S 6alIoB, OpajbHAasl ANPAKCHS HE BBISBIIS-
etcd, adaTmaecKux paccTpoiicTB HeT. MBbIIEUHbIN TO-
HYC B IIPaBbIX KOHEUYHOCTSIX IIJIACTUYHDBIN, GOJIbIIE B PY-
Ke. B JIeBBIX KOHEYHOCTSX HU3KWUI, OJHAKO NMPH KOH-
TpJIaTepaTbHON aKTUBAIINHN TaK:Ke TTOBBIMIACTCS TI0 TIIa-
CTUYeCKOMY THITy, Hambojee 4ETKO B JMCTATHHOM OT-
niesie JeBoit pyku. JIETkoe fposkaHne B MPaBbIX KOHEU-
HOCTSIX B TIOKOE, Teproandeckn B Hore. IIpaBasg pyka
COTHYTa B JIOKTEBOM CYyCTaBe, KHCTb B COCTOSHHUU -
CTOHWYECKOH YCTAaHOBKM — COTHYTBI ISICTHO-(DaTanro-
BbIE CYCTaBBI, Tepepasrn6anne B IMPOKCHMATIbHON (a-
JtaHTe Ge3bIMSTHHOTO nasbiia. OObEM IBUKEHU B TIpa-
BOM JIy9e3allsICTHOM CyCTaBe CIIPaBa, CyCTaBaX IAJbIIEB
IPaBOil KUCTH CYIIECTBEHHO OTPAHUYEH.

[Tpo6bI Ha THTOKUHE3NIO B TPABOil PyKe BBITOJIHS-
eT ¢ TPY/JOM, B JIeBOIl pyke 1poGa orpuiaresibHas. B
HOrax 1po6bl HA TUIOKUHE3NIO BBIIOJIHSIET B 3aMe/JTeH-
HOM TeMIie, 6e3 XapakTepHoro aepeMmeHTa. CyXOXKMID-
uple pedrekcsl ¢ pyk n Hor D > S, oskussenst. [lato-
JIOTHYeCKNe CTOMHBIE pedpIeKchl He BBI3BIBAIOTCA. Pac-
CTPOICTB GOJIEBOI YYBCTBUTEIBHOCTH, J[BYXMEPHO-TIPO-
CTPAHCTBEHHOTO YyBCTBA HeT. HapyreHo cycTaBHO-MbI-
IIeYHOe YYBCTBO B MasbllaX mpaBoil kuctu. IIpn otcyT-
CTBUH 3PUTEILHOrO KOHTPOJIs (3aBesieHue mpaBoil pyKu
3a CIUHY) He MOKET NPUAATh €ii MONIoKeHUe [0 3a]at-
HOI KOMamHje, TP 3TOM BO3HHUKAET CHHKHHETHYECKOe
JBIDKeHNe B JeBoi pyke. Ilpm pmcoBanmnm B BO3myxe
TeOMETPHYECKUX (PUTYp ABIKEHNS HEJOBKHE, HETOU-
HbIE, TaKXKe BO3HMKAIOT CHHKIHETHYECKNE IBIDKCHNS B
JaeBoil pyke. Tpemopa romosbl Her. Ilanbie-HocoBylo
po06Y BBITIOTHSET € JIETKOH IUCMeTpHel ¢ IByX CTOPOH,
KOJIEHO-TIATOYHYIO TIPo0y TipaBuibho. IIpoly Ha aucan-
AJIOXOKMHE3 BBITIOTHACT HECHMMETPUYHO BCIEJCTBHE TH-

TTOKWHE3UN MPaBoOil PyKU. 3aMe/yieHa WHUTIHAITNS XO/Ib-
O6b1. XoanT Ha pacHmpeHHoi 06aze, 6e3 MOIEPIKKU.
TosrakoBast mpo6a momokuTebHAST. OO0JOIEUHBIX CHM-
TITOMOB, TA30BBIX HAPYIIEHUI, MPU3HAKOB Tepudepn-
YECKOIl BereTaTUBHON HEIOCTATOYHOCTU HET.

[Ipu mpoBemeHNN [TOTOJHUTETHHOTO 0OC/Ie[OBAHNUS
BbISIBJIEHA AHTHOINATHS CETYATKH, apTePUOCKJIepo3 6e3
MPETSATCTBUN  KPOBOTOKY 1O JAHHBIM IBETOBOTO
JAYTIJIEKCHOTO CKAHMPOBaHUSA OpaxnornedalbHBIX COCY-
noB. MPT rojoBHOTO MO3Ta: ATpoduiecKkne M3MeHe-
HISA BellfecTBa OOJBIIOTO MO3Ta C HEPABHOMEPHBIM
pacumperneM cy6apaxHOWJATBHOTO MPOCTPAHCTBA, B
Gosiplnieil crereHn B JIOOHO-TeMEHHbBIX O6gacTsx 6e3
3aMeTHOH acCUMMETPHH, paCIIipeHue TOJ0CTHON CUCTe-
MBI MO3ra, GOKOBBIe Keayqouku D > S, uaMeHenus
Gestoro BemectBa B npesenax Fazekas 2. B mnpoexin
MOJIKOPKOBBIX S/IeP TPU3HAKOB OTIOKEHUS COEITHE-
HU JKeJie3a U APYTHUX crelnduiecknx namenennii MP
CUTHAJIa He BBISABJIEHO, MUHIATWHBI MO3KeUKa pPacmo-
JIOSKEHBI TUITMYHO.

YuursiBasg HaaMdne acCUMMETPUYHOTO TeMUTAPKUH-
connaMa, (peHoMeHa <«Iy:KOH KOHEYHOCTH», alpaKCHH
U TUCTOHUW B MPABOH PyKe, OTCYTCTBUE KIMHUYECKUX
7 HeIPOBU3YATN3AIMOHHBIX MPU3HAKOB, XapaKTePHbBIX
IS IpyTuX 3a60JIeBaHWil, MPU MOCTYIJIEHUH ObLT
BBICTaBJICH OCHOBHOH jauarHo3: IIporpeccupyiorniee
HeiipojierenepartuBioe  3aboseBanune. Kopruko-
6azanpHag fgereHepanns. OeHOMEH <«UyKOH pPyKn»
crpaBa. IIpaBOCTOpOHHUIT PUTHIHO-APOKATETHHBII
TeMUCHH/IPOM. [[MICTOHUST TPABOTO MPe/IIIeYbsl U KUCTH,
MOCTyPaJbHble HAPYTITEHII.

ITpoBesen Kypc MeTaGOJMYECKOll Teparnu, Malu-
eHTKa TepeBe/leHa Ha MPUEM HakoMa 1o 125 Mr 4 pasa
B aeHb (Ipm OTMEHE JIEBOJONBI HapacTaHwe oOmed
TUTIOKMHESNN ).

Ha ¢one nmpoBoanMoit Tepanuu cOCTOSTHUE OTHOCHU-
TEeJIbHO CTaOUIM3MPOBAJIOCh. B TeueHune cyTok MOTOp-
Hble (DYHKIINU OCTAIOTCS CTAOUJIBHBIME, B OBITY cebs
00CJIy>KUBA€ET, YMEHBIINIACh ACTEHMS.

B nexaGpe 2019 r. manmenTtka OblIa OCMOTpeHA B
KJINHUKe MoBTOpHO. IIpeapsasisana xamo6bl Ha 60T B
npaBoM miede. IIpm ocMoTpe: B AUHAMUKE YBEJNUN-
JIOCHh TIpUBE/IEHNE TPABOH PYKU K TYJOBUIILY, WHOTIA
BO3HUKAET CIIOHTAHHOE MPUTOIHUMAHNE TTPABON PYKU
BBepX, OBLTO PEKOMEH/J0BAHO BBeeHNe GOTYIOTOKCITHA
B MBIIIIIBI TPABOM PYKH, MAIHEHTKA OTKA3a1ach.

3AKJIIOMEHUE

B jaHHOM KJIMHIYECKOM CIydae UMeJIO MEeCTO pel-
Koe HelipozierenepaTuBHOe 3a60seBanne. DHPEKTUBHOTO
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Tabnuua 1
JAVHaMMKa KNIMHUYECKOro aHanm3a KpoBM NaueHTKn

MapameTtp\pata
10.10.2019 18.10.2019 24.10.2019 28.10.2019 31.10.2019
nccnepoBaHus
co> 73 6 59 55 50
NenkouunTbl 36,89 36,56 50,2 76,91 127,07
Hedpogunel 11,69 9,33 20,41 30,65 77,03
(abc)
Numcpoumre 3,63 3,41 3,23 10 10,15
(abc)
Moroumrel 12,8 15,98 18,44 22,24 34,88
(abc)
Soanropunsl 8,38 7,32 7,91 13,91 0,93
(abc)
Basodpunnbl 0,39 0,52 0,21 0,1 2,08
(abc)
SputpouunTbl 1,99 3,02 2,69 3,15 2,42
FemornobuH 56 86 75 92 72
lemaToKpUT 16,2 25 21,8 26,1 19,4
Mcv 81,6 82,8 81 82,9 80,2
(cpenHnin 06bEM 3pUTPOLNTOB)
MCH
(cp.conepxatue Hb 28,1 28,5 27,9 29,2 29,8
B 3UTPOLMTaXx)
MCHC
(cp.koHueHTpaums Hb 346 344 344 352 371
B 3puTpOLMTE)
RDW
(LLnpuHa pacnpeaeneHms 17,6 17,3 17,6 17,2 18,2
3pUTPOLNTOB)
TpombounTbl 18 12 24 13 17
basodunbl m 6 2 1.5
S03unHOPUbI 24 24 12,5
ManoukosgepHble - - 1 3 3,5
HenTpodpUbI
CermeHTosfgepHble 23 22 22 24 18
HenTpodpUnbI
NnmdbouunTbl 5 6 6 5 16,5
MoHounTbl 10 20 18 14 11,5
MwvienoumnTbl 7 12 3 5
lOHble - 1 3 5 1.5
bnactHble 20 9 36 36 30

JiedeHrsi HEPBHO-TICUXMYECKIX HAPYIIEHUI MPH KOPTH-
KO-6asasbHOl JereHepanun He cymectsyer. [Ipu Hamm-
YUM HMOIMOHAJBHBIX ¥ MOBEIEHYECKNX HapyIIeHui ¢
CHMIITOMATHYECKON IIE/IbI0 HCIIOJIb3YIOTCS MPerapaThl —
MHrUOUTOPBI 06PATHOTO 3aXBaTa ceporonuHa. /st ede-
HUSI MBIIIEYHO JAUCTOHUK C CUMIITOMATHYECKON 1ENbIO
HCIOJIb3YIOTCS UHBEKIUH GOTYIMHIYECKOTO TOKCHHA.

NHdopmauma o puHaHCcMpoBaHUM U KOHPAUKTE
MHTEepecoB

MccnepoBaHve He MMeNo CNOHCOPCKON MoAnep K-
KW,

ABTOpPbI AEKIAPUPYIOT OTCYTCTBME ABHbIX M MOTEHLLM-
aNbHbIX KOHPIMKTOB MHTEPECOB, CBA3AHHbIX C Ny6An-
Kauuen HacTosLeln CTaTbu.
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Tabnuua 2
MMmyHodeHOTMNMPOBaHME KIIeTOK KOCTHOro Mo3ra nauueHTkm ot 29.10.2019

deHoTUN KNETOK % KneTok
CD45+ 100% HM3KOM MAOTHOCTU
CD3+/CD16,56- 0
CD3/CD16,56 CD3+ /CD16,56+ 0
CD3- /CD16,56+ 4,5
CD19 +/CD3- 0
CD3/CD19 CD3+/CD19- 0
CD3+/CD19+ 0
CD3+/CD4- 0
CD3/CD4 CD4+/CD3- 0
CD3+/ CD4+ 0
CD3+/CD8- 0
CD3/CD8 CD8+/CD3- 0
CD3+/ CD8+ 0
HLA-DR+/CD3- 80,1
HLA-DR/ CD3 CD3+/HLA-DR- 0
HLA-DR+/ CD3+ 0
CD14+/CD13- 0,4
CD14/CD13 CD13+/CD14- 68,4
CD13+/ CD14+ 5,5
CD33+/CD15- 85,5
CD15/CD33 CD15+/CD33- 1,7
CD33+/ CD15+ 1,0
CD117+/CD34- 11,0
CD117/CD34 CD117-/CD34+ 13,6
CDN7+/ CD34+ 574

JINTEPATYPA / REFERENCES:

Popova YuV, Galunova AB, Volkova LI. Cortico-basal degeneration (clinical case). Ural Medical Journal. 2014; 9: 42-49.
Russian (Monosa t0.B., fanyHosa A.B., Bonkosa /1.M. KopTrko-6asanbHas aereHepaums (KAMHUYECKUA caydait) //Ypanbekuii
MeaMUMHCKMIA )ypHan. 2014, Ne 9. C. 42-49.)

Yakhno NN, Drokonova OO, Yavorskaya SA. Sindrom kortiko-bazal’'noy degeneratsii s pervichnoy progressiruyushchey
afaziyey. The Neurological Journal. 2014; 19(4): 50-55. Russian (fixHo H.H., [lpokoHosa O.0., Asopckaa C.A. CuHapom
KOPTUKO-Da3anbHOM aereHepalmy C NepBUYHON Nporpeccupytollein adpasment //Hesponormyecknit xkypHan. 2014. T. 19,
Ne 4. C. 50-55.)

Extrapyramidal disorders yesterday, today, tomorrow: a collection of articles on the 35th anniversary of the founding of
the Center for Extrapyramidal Diseases /Ed. Levin OS. M., 2015. 402 p. Russian (3KcTpanmpamuaHble paccTpoiCTBa BYepa,
ceroaHs, 3astpa: cb. ctatei K 35-1eT1io ocHoBaHMA LieHTpa aKkcTpanupamuaHbix 3a6onesaHuit /nog pea. O.C. NlesmHa.
M., 2015. 402 c.)

Ponomarev VV. Neurodegenerative diseases: a guide for doctors. SPb.: Tome, 2013. 200 p. Russian (loHomapes B.B.
HelpoaereHepatneHble 3aboneBaHnA: pyKoBOACTBO A5 Bpadelt. CM6.: doamnarT, 2013. 200 c.)

Whitwell JL, Boeve BF, Weigand SD, Senjem ML, Gunter JL, Baker MC et al. Brain atrophy over time in genetic and spo-
radic frontotemporal dementia: a study of 198 serial mag-neticresonance images. Eur. J. Neurol. 2015; 22(5): 745-752.
Kolmakova KA, Lobzin VYu, Emelin AYu. The clinical case of the agramatic variant of progressive aphasia with cortico-bas-
al degeneration. Bulletin of the Russian Military Medical Academy. 2018; (S3): 141-142. Russian (Konmakosa K.A,
N1063uH B.1O., EMennH A.tO. KAnHWYeckunin cnydalt arpammaTyeckoro BapmaHTa nporpeccupytolert adbasmm npm KopTmMKo-
6a3abHOM AereHepaLmm //BecTHUK POCCUIACKOM BOEHHO-MeAMUMHCKOM akagemun. 2018, No S3. C. 141-142.)

Kulesh AA, Drobakha VE, Shestakov VV, Lapaeva TV, Dement’eva OV. Frontotemporal degeneration: clinical observation
and experience of use of a diffusive-tensor magnetic resonance tractography. S.S. Korsakov Journal of Neurology and
Psychiatry. 2015; 115(11): 112-116. Russian (Kynew A.A., [ipo6axa B.E., LLlectakos B.B., /lanaesa T.B., [lemeHTbesa O.B.
JTo6HO-BUCOYHAA AereHepauma: KAMHUYECKoe Habato4eHWe 1 onbiT NpuMeHeHua Anddy3MOHHO-TEH30PHOM MarHUTHO-
pe3oHaHCHO TpakTorpadum //MypHan Hesponorum n ncuxmatpum um. C.C. Kopcakosa. 2015. T. 115, Ne 11. C. 112-116.)
Wiesel TG, Kolesnikova TS. Features of sensory aphasia variants taking into account the profile of interhemispheric asym-
metry of the brain. Asymmetry. 2017; 7: 47-54. Russian (Busenb T.I., KonecHunkosa T.C. OcobeHHOCTM BapMaHTOB
CEHCOPHO adasum C y4eTOM NPOoGUaA MEXMOYLLIAPHOM acuMmMeTpmm mosra //AcummeTtpums. 2017. Ne 7. C. 47-54.)

* %k ok

C/ﬁ&n, H%}I Bjﬁ:ﬁacce Ne4 (83) 2020 E



