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PEJKHIA CTYUA CHHJIAPOMA ITAPPU - POMBEPTA:
KJIMHUYECKOE HABJIOJEHUE

A.T. Taanaiioexosa, .M. Mamvimosa, A./1. /Ircamanoexosa, b.M. Kapvinoaesa

Annomayus. IlpuBeneHs! faHHbIE 00 STHOJIOTHH, SIMHMACMHONOTUH, KIMHHUKE, (hopMax 3a00JIeBaHMUS, XapaKTEPHBIX M3MEHEHMSX
Ha MHCTPYMEHTAJIBHBIX METOJaX MCCIICNOBAHMS U JICUCHUH Iporpeccupyronieil remuarpodun imua [lappu — Pombepra. B crarse
OITHCAH CIOXHBIN IS IMArHOCTUKU CIIydail COOCTBEHHOrO KJIMHHYECKOrO HAOIIOCHUs OONC3HH C HETHIIMYHBIM TEUCHHEM, Ha-
YHHAIOIMICS ¢ HIDKHEI! KOHEUHOCTH C BOCXOISIINM IIPOrPECCHPOBAHUEM 110 BCEH ITOJIOBHUHE Telld, MEUICHHO POTPECCUPYIOLINM
TEYeHUEM C Je0r0TOM 3a00IeBaHKs B paHHEM TTOJJPOCTKOBOM Bo3pacTe y nanueHTku 21 roga. Cunnpom Ilappu — PomGepra conpo-
BOXIAeTCsl OOJBIINM Pa3HOOOpa3HeM KIMHUYSCKUX HPOSIBICHUH, B CBSI3H € YeM HOJIXOMbI K JICUCHHUIO 3aBHCST OT BBIPAXKCHHOCTH
KJIMHUYECKUX MPOSIBICHUIT. YunThiBas, 4T0 B KbIprbiscTane mogo0HbIe CiTydan BCTPEYAOTCs KpaiHe pesiko, 0030p MaHHON CTaThbu
MpeJCTaBIsIeT IPAKTHYESCKUI HHTepeC JUlsl IeUaTPOB, PEBMATOJIOTOB, TCHETHKOB, IETCKUX U B3POCIIBIX HEBPOJIOTOB.

Kniouesvle crosa: cunnpom Ilappu — PomGepra; remuarpodus auma; reMuarpodust MOJOBHHbI TENA; CHHAPOM «yaapa cadmeib»;
CHCTEMHasI CKIICPOJACPMHSI.

IAPPU - POMBEPT CUHIPOMYHYH CEWPEK YUYPYV:
KJIUHUKAJBIK BAUKOO JKYPI'Y3YY

A.T. Taanaiioexosa, .M. Mamvimosa, A./]. /Ircamanoexosa, b.M. Kapvinoaesa

Annomayus. Makanaga oOpyHyH STHOIOTHSCHI, SIHMACMHUONOTHSCH], KINHUKACHI, (opManapsl sKOHYHA® MaansiMartap, [lappn —
PomOepr CHHIPOMYHYH IPOrPECCHBAYY IeMHATpPO(GUSCHIH H3WITOOHYH jKaHA IapbLUIOOHYH acHalTBIK METOIIOPYHAa MYHO3IYY
e3repyyJep OepuiareH. Makanaaa JapTThl aHBIKTOO YUYH TaTaals 00iroH, 21 skamrarsl OeHTanTbiH 9pTe 6CypyM Kypakrta Oamirai-
raH, OOPYHYH OaIlTaJbIIIBIHA XKail OHYKKOH, BULIBIHKEI OyTTaH Oamirarn, JEeHEHHH OYTKYJI XKapbIMbIH/A XKaHbUIraH, THITYY 9Mec
OHYKKOH 00pyra e3[yK KIHHHUKAIBIK 0afikoo *KYpry3yy yaypy cyperrenreH. [Tappu — Pombepr cunapomy ap kaHaail KIHHHKaIbIK
KOPYHYILITOP MEHEH KOLITOJIOT, OLIOHYKTaH JAAPBUIOO BIKMaJIaphl KIIMHUKAIBIK KOPYHYIITOPAYH 0OpAYTryHa xkapamia 6onot. Keip-
IBI3CTaH/Ia MBIHAM ydypiap 0Te ceifpeK Ke3AeUIeprHH 3CKe allbl, Oyl MaKanara Ceper cainyy IeuaTpiaapibiH, PeBMaToIOTI0PAYH,
TeHETHKTEPANH, OaIIapAblH jKaHa YOHIOPIYH HEBPOJIOT AApbIrepiep YIYH NPAKTUKAIBIK KbI3BITYYHY XKaparar.

Tytiynoyy coszoep. Ilappu — Pombepr cuHApOMY; OCTTHH reMaTpo(usChl; ICHSHNH JKapbIMBIHBIH FeMaTPO(USIChI; «KbIIbIY COKKY-
Cy» CHH/POMY; CHCTEMAIIBIK CKIICPOICPMHSI.

RARE CASE OF PARRY - ROMBERG SYNDROME:
CLINICAL OBSERVATION

A.T. Taalaibekova, E.M. Mamytova, A.D. Dzhamalbekova, B.M. Karypbaeva

Abstract. The data on the etiology, epidemiology, clinic, forms of the disease, characteristic changes in instrumental research
methods and treatment of progressive hemiatrophy of the Parry — Romberg face are presented. The article describes a difficult-
to-diagnose case of own clinical observation of a disease with an atypical course, starting from the lower limb with ascending
progression over the entire half of the body, slowly progressing with the onset of the disease in early adolescence in a 21-year-old
patient. Parry — Romberg syndrome is accompanied by a wide variety of clinical manifestations, and therefore treatment approaches
depend on the severity of clinical manifestations. Considering that such cases are extremely rare in Kyrgyzstan, the review of this
article is of practical interest to pediatricians, rheumatologists, geneticists, pediatric and adult neurologists.

Keywords: Parry — Romberg syndrome; facial hemiatrophy; half-body hemiatrophy; «saber strike» syndrome, systemic scleroderma.
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Beenenue. Cungpom [lappu — Pombepra, us-
BECTHBIN Kak Iporpeccupyomias remuarpodus iu-
1a, peakoe npuodperéHHoe 3aboiieBaHUE HESICHOM
9THOJIOTHUHU, COIPOBOXKAatoleecs arpodueil Koxu,
MTOAKOXHBIX CTPYKTYP OIHOH IMOJIOBUHBI JHIA (MOA-
KOXKHON KUPOBON KIJIETUATKH, MBI U KOCTei).
Taxxe arpodusi MOXET pacIpoCTPaHATHCS, 3a-
XBaThIBas 1LI€I0, IJIEYO, BCIO MOJIOBUHBI TYJIOBUILA,
KoHEeYHOCTH [1, 2]. BriepBbie Obu1 onvican B 1837 1.
[appu, B 1846 . — PomOeprom. Pacmpocrpanén-
HOCTb IIpUMepHO 1 ciywail Ha 250 ThIC. ueNoBeK,
MIPEUMYILECTBEHHO HaOMIOAaeTcs y KEHIIUH, YeM
y MYXX4HH B COOTHOIIEeHUH mpumepHo 3:0,2. 3abo-
JIeBaHHE Pa3BUBAETCS B JETCKOM M MOAPOCTKOBOM
Bo3pacte, yamie 10 20 JeT U OueHb PEelNKo Y JIHI]
crapmre 30 et [1].

Otronorust 3aboJeBaHUsI HEU3BECTHA, HO CY-
LIECTBYET MPENINOJI0KEHUE O TIOITUITHOIOTUYECKOM
renese. JlanHoe 3a0oneBaHME paccMaTpPHUBAIOT Kak
CIIC/ICTBHE TPOPHUICCKUX HAPYIICHUH, 00YCIOBICH-
HBIX MTOPa’KCHNEM HEPBHOW CHCTEMBI B pPe3yJbTare
Pa3IMYHBIX HHQEKIHN, TIOPOKOB Pa3BUTHs, Yepel-
HO-MO3TOBBIX TpaBM. MHorna nannoe 3aboneBaHne
OKAa3bIBAETCS] CUHJPOMOM CKJIEPOJECPMHUH, CUPUHIO-
MHETNH, CU(IIIICA, OITyXOIH MO3Ta, SXHHOKOKKO3a
Mo3ra [1]. B npoucxoxaenun remuaTpoduu Taxke
MOJKET UMETh 3HaueHHE [IOpaKeHUEe rUIoTajamyca,
MATOJIOTUSI CUMITATMYECKOTO OTJeNla BereTaTHUBHOM
HEPBHOH CHCTEMBI, TPOMHUYHOIO HEPBA, OYaroBble
MOpaKeHUsI KOPbI TOJIOBHOTO MO3ra.

Hagano 3aboneBaHust B AETCKOM WJIN IOHOIIIE-
ckoM Bo3zpacte. KnmnHndecku 0one3Hb MOXKET Ha-
YUHATHCS C HEBPAJITHU TPOWHUYHOTO HEpBa, 3aTeM
HaOmomaeTcss aTpoust KOXKHM, MOAKOXKHOHM KIIEeT-
YaTKA W MBI JHIa, s3blka. lcdesaer mox-
KOKHBIM KMPOBOM CJIOM, MBIIIIBl YMEHBIIAKOT-
cd1 B 00BEéMe, CTAHOBHUTCA 3aMETHOW aCHMMET-
pust muna. ATpopHUYSCKUHA MPoIecc MOXKET mepe-
XOIUTb Ha COOTBETCTBYIOLIYIO IIOJOBHUHY IIEH,
TYJIOBUILA, KOHEYHOCTEH, BIIOCIEACTBUM WHOTIA
npuBoOsAIel k remuruieruu [2]. YacteiMu HEBpoO-
JIOTUYECKUMHU TPOSBICHUSAMH 3a00JIEBaHUS BBICTY-
MAloT CyJOPOXKHBIC IPUIAIKH, MUTPEHONOI00HAsS
royioBHast Oo0jib, TpUT€MHUHAJIbHAS HEBpajrus, re-
MuIape3 M KOrHUTUBHbIE HapylieHus [2]. Moryt
HaOmomatbest OonMM B Ta300C€APCHHOM CYyCTaBe,
MOSCHUYHOM OTZAENE OTAele I03BOHOuHuKa. Ha
PEHTIeHE BBIABISIOT THIIOIUIA3HI0 Ta300€pEeHHOro

cycTaBa, UCKpUBJICHHE MMO3BOHOYHWKA. Ha sxorpa-

(bun pU3HAKU TUIIEPTEH3NOHHO-THIPOIe()aTbHOTO

CUHJIPOMa, KOTOPBIM TaKKe 4acTo OOHAPYKUBACTCSI

Ipu HeBpoJIoruueckoM obcnenoanmd [3]. Odranb-

MOJIOTHYECKHE CUMIITOMBI BCTPEYAIOTCSI B BUJIC BbI-

MaJIeHusT PECHHI, OpoBel, sHodTaNbEMa, CYyKCHUS

Ia3HOM mienu [4].

Brinensior ciepyromue GopMbl FeMHATPOPHH:
» mporpeccupytomas remuarpodusi auna Ilap-

pu — PomOepra, mposBistomascs B JIeTCKOM

BO3pacTe ¢ MOCTENECHHBIM PaclpOCTPaHCHUEM

aTpo(hUIECcKOro mporecca Ha MOJOBUHY TYJIO-

BUIIA W KOHEYHOCTH. Ha MmpOTHUBOMOIONKHON

reMHUaTpo(puu CTOPOHE MOTYT BO3SHUKATh CY/IO-

POXHBIE JTIOKAIIbHBIC TIPUTIAJIKH;

» remuarpodus BUIBIIOBCKOTO XapaKTepU3yeT-
Cs PaHHUM TMPOSBICHUEM CYJIOPOXKHBIX TPH-
MaJKOB U THUIIEPKUHE30B;

» nepekpectHas (Gopma remuarpopuu — arpo-
(bus nuna Ha OJHOM CTOPOHE, TYJIOBHILA U KO-
HEYHOCTEH Ha apyrou [2].

Juarno3 ycraHaBIuBaeTcs Ha OCHOBaHUU MPO-
TPECCUPYIONICTO pa3BUTHS aTpo(Uu TKaHEH OJTHOM
TIOJIOBUHBI TEJIa MW TOJIBKO jnma [2].

Jleuenne mnpemycMaTpuUBaeT HCIOIB30BAHHE
aHTU(UOPO3HOH Tepanuu, TPOGOTPOIHEIX CPEICTB,
KOPTHKOCTEPOUJIOB U IUTOCTATHKOB NMPH HATHYUH
CYIOPOXHBIX IPUCTYIIOB aHTUKOHBYJICAHTOB, MPU
runporedanuy — IeruapaTalioHHas Teparus, TaK-
JKe MU CTaOUIILHOM TE€UEHUH U BBIPAKEHHOH acuM-
METPHHU JTUIa TIOKa3aHa IJIacTHYecKast KOPPEKIus,
B TOM YHCJI€ C MCIIOJIb30BAHUEM ayTOJIOTHYHOM JKu-
POBOI U MBIIIEYHON TKaHU nanueHTa. [Ipornos mist
JKM3HU OJNAroNpHsATHBIN, B OTHOIICHUU BBI3IOPOB-
neHust — Oe3HAACKHBIN [2, 4].

esp HamIero uccjenoBanus. Bruny penkoit
BCTPEYAEMOCTH JJaHHOM MaTOJIOTUM B PYTHHHOM
MpaKTHKE Bpaya, IPUBOIUM OIMCaHHE COOCTBEHHO-
T'0 KIIMHUYECKOTO HAOTIONCHHSL.

Knunuveckuii ciy4yait

[MammenTka, 21 ron, odparunack B Hanponans-
Hblid rocniutans npu M3 KP, B otaenenue HeBposio-
THH C jkajno0amu Ha aTpouio, cnabocTh U HOKIIUE
001K B MpaBbIX KOHEYHOCTAX, MPEUMYLIECTBEHHO
B HOTre, HapylICHHWE TOXOJKH, YMEPEHHYI0 arpo-
(uro MpaBoii MOIOBHUHBI JIAIA, UCKPUBIICHHE TI03BO-
HOYHHKA, YKOPOYCHHE MPABOW HOTH, C OIYIICHUEM
YPOBHS MIPABOTO KOJIEHA MO OTHOLIEHHIO K JIEBOMY,
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Pucynoxk 1 — Jlerkas acuMMeTpust IpaBOil CTOPOHBI
JIUIIA ¥ BBIPQKEHHAs aCHMMETPHS TYJIOBHIIIA,
C OIYIIEHUEM TIIeYa, JIOIATKH, KOJICHa CIpaBa,
YKOpOUECHHE TIPaBOW HOTH

OIyIIEHUEM IPABOro IjIeya, JIOMAaTKH, YacThle Io-
JIOBHBIE OOJHM MPHUCTYIOOOPa3HOTO, MYJIbCUPYIO-
LIEero, pachuparollero Xapakrepa, HHOIZAa COIpo-
BOXKIAKOIIUECS] TOITHOTOW, HEJIOMOTAaHHEM, TaKkKe
MIPUCTYIIBI yTPAThl CO3HAHUA O€3 CyAOPOL.

Bbu10 BBISICHEHO, 4TO Je0I0T 3200IeBaHUS TIPH-
MepHO ¢ 12 jer, ¢ mosiBIeHUsI NPUCTYNOO0OPa3HBIX
Ooseii, yyBCTBa OHEMEHHUS B ITPABOM MOJIOBUHE JIU-
ua. [ocreneHHo Havyaau OECIIOKOUTH HOMOIIUE OOIH
U C1adoCTh B MPaBOM HOTE, CO BPEMEHEM MBIIIIIBI
MIPaBOi CTOPOHBI TYJOBHUIIA, KOHEYHOCTEH U JIU-
I1a Ha4Yall yMeHbIIarcs B o0béMe. OJJHOBPEMEHHO
OTMETHJIa YKOPOYEHHE MPaBOHl HOTH, OIyIEHHE
MPABOTO KOJICHA, HAPYIICHUE TOXOJKH, OIyICHHE
IUIeYa U JIOMATKU CIpaBa.

Jonroe Bpemsi MalMeHTKa HaxXoAwJjach 0Oe3
YTOUHEHUsI AMartosa, B uroje 2015 roga ObUT BbI-
craBiieH auarto3 «bonesns @punpeiixan. Crnycts
6 MecsleB, B CBSI3U C HECOOTBETCTBHUEM MEXKIY
KITMHUKOM y naHHOW OonbHOW M OonesHbio Dpwu-
peiixa MOBTOPHO TOCHUTANIM3UPOBAHA Ui YTOYHE-
HUS IMarHo3a.

OOBEKTUBHO JIETKasi aCHMMETPHSI TIPABOU CTO-
POHBI NHIa, OOJIbHAS CTOPOHA MEHBIIE 3I0POBOH,
HECKOJIBKO MCTOHYEHBI KPBUIbs HOCA, IyObI Ha MO-
pa>kEHHOU CTOPOHE, JIETKOE CYKEHHE IIIa3HOM L1eu

Pucynok 2 — BeipaxxeHHass aCHMMETpHS TYJIOBUIIIA,

¢ arpodueli npaBbIX OTAEIOB Ha BCEM MPOTSIKCHUU.

OrmymieHo Tieyo yroi JIONATKU CIpaBa, YKOpOoueHHe
MPaBOil HOTH, UCKPUBJICHUE MTO3BOHOYHUKA

U 3amajieHue I1a3Horo s0J0Ka crnpasa (pUCYHOK 1),
BBIpQKCHHAsI aCUMMETPHs TYJIOBHIA C aTpoduei
MIPaBbIX OTAEJIOB HA BCEM MPOTSHKEHUH.

[Ipu m3mepeHnn 00bEMA MBI OKPYKHOCTh
mpaBoro ieva — 28 cm, eBoro rieva — 30 cm, npa-
BOTO TpEAIuIedbs — 22 ¢M, JIEBOTO — 23 ¢M, IIPaBoro
Oenpa — 48 cm, eBoro 6eapa — 52 oM, paBoii rose-
HU — 36 cM, neBoit ronenn — 38 cMm. J{muHa mpaBoit
HoTH — 92 cM, steBolt Horu — 101 cm. OnymieHo rie-
40, YroJj JONAaTKN CTpaBa, UCKPUBIIEHUE TO3BOHOY-
HUKa, YKOPOUYEHHE NMPaBOW HOTH, OMYLIEHO KOJIEHO
crpaBa (PUCYHOK 2).

[Ipu uccnenoBaHUM HEBPOJIOTHMUYECKOTO CTaTy-
ca co3Hanue sicHoe. [nmasupie menu D < S. 3paukn
D =S. ®oropeaxuus coxpaneHa. Menkuii ropu3oH-
TanbHBIM HUCTarMm. JIMIO cierka acuMMETPHYHOE,
S3BIK C JICBHAIMEW BIPABO, YMEpECHHas aTpodus
NpaBoi TOMOBHHBI s3bIKa. HEOHBIC M IIIOTOUHBIE
pediekcel BbI3bIBalOTCS. CyXOKMIBbHBIE pedieKch
C BEpXHHMX KOHeuHocTel D > S, ¢ HIKHUX KOHEU-
Hocteit D > S, ¢ pacmmpenHoii pedriekcoreHHoH
30HOM, C KIIOHOWUJIOM KOJIGHHOM YaIlleyKH U CTOIIBI.

Ilatonoruueckue — kucreBoir Pocconumo, bex-
TepeBa, cTonHBIM babuHckoro crpasa. Mebrmeynas
cuia B MpaBoil pyke 4,56, B mpaBoit Hore — 3,50.
MpIIeuHbI TOHYC TOBBIIIEH MO CHACTHYECKOMY
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TUITy B IPaBBIX KOHEYHOCTSX, NMPEUMYIIECTBEHHO
B Hore. MeHMHIeanpHBIX 3HaKOB HET. B no3ze Powm-
Oepra ycToifunBa, KOOPAWHATOPHBIE TPOOBI BHITION-
HsET yaoBieTBopuTenbHO. [loxonka Xpomaroras,
BOJIOUHT TPABYIO HOTY.

Ha MPT 201061020 mo32a nanHbie 3a HAJIMYHE
MaTOJOTHYECKUX M3MEHEHUH 04aroBOro Xapakrepa,
CO CTOPOHBI CTPYKTYp T'OJIOBHOI'O MO3ra HE BbISB-
neHo. MPT-nposiBiaeHuss IUCLHUPKYJISITOPHOM 3H-
nedalonaTui, YMEPEHHO BBIPAXCHHON HapyKHOU
rugpouehanuu

[Ipu wuccnenosanuu MPT zpyonozo omoena
N0360HOYHUKA BBHISIBICHBI JIAHHBIE 33 TPOTPY3UIO
JuckoB J[5-6, 10 2 MM, HapylIeHUE CTaTUKU B BUJIE
M30BITOYHOTO KH(O3a.

MPT noacnhuunozo omoena no360HOYHUKA:
JaHHble 3a nporpy3uto auckos L4-L5, L5-S1 no
2 MM, BEHTPaJbHBIH 3aru0 KOIMYMKA 101 yriaoM 95
rpajlycoB, HapyIICHUE CTAaTHUKH B BUJAE THIEPIOp-
J03a.

D3OI nanHbIe 3a TPyOble H3MEHEHUSI OMOAIICKT-
pUYECKOM aKTHBHOCTH TOJIOBHOTO MO3ra, TU3PHUT-
MU, IE30pTaHu3alisl KOPKOBOTO PUTMA, JUCQYHK-
U Me30-AMdHUEPANbHBIX CTPYKTYp TOJOBHOTO
MO3ra C UppUTaIMell Ha KOpy 1o TEMEHHOM 001acTi
crpaBa B BUJI€ MMAPOKCU3MAIbHON MeIJIeHHOBOIHO-
BOH aKTUBHOCTH, HEJOCTATOYHOCTh Me3dHIe]alb-
Hoti P®, permcrparust SmunentuOpMHON aKTHB-
HOCTH TI0 TEMEHHOH 001acTH clieBa.

BbiBoabl. TakuM 00Opa3oMm yuuTHIBas Haya-
710 3a00JIeBaHUsl B paHHEM TOAPOCTKOBOM BO3pac-
T€, C XapaKTepHOW KIMHUKON Havajia 3a00JieBaHUS
B BHJC YYyBCTBA OHEMEHHUs, NPUCTYNOOOpa3HBIX
Oosell Ha MpaBOW MOJOBUHE JIMLA C ITOCTENIEHHBIM
MEJICHHBIM ~ TIPOTPECCHPOBAaHUEM  JePOpMaIiu
MPaBOM CTOPOHBI JIMIA, THIIOIJIA3UIO NPaBOU IO-
JIOBHHBI SI3bIKA, aTpopUUecKrue U3MEHEHHUST MSTKHX

TKaHeH, KoKW BEpXHEU M HIDKHEH TyOBI, Cy)KeHHE
[JTa3HOW IIENU CIpaBa, reMUaTpOpUI0 IPaBOH IO-
JIOBMHBI TYJOBHMIIA, T€MUIIAPE3 MIPABBIX KOHEYHOC-
Tel, MPerMYIIECTBEHHO B HIDKHEH KOHEYHOCTH,
OIyIIEHUEM IUIEYa, JIONIATKU CIIPaBa, yKOPOUEHUEM
MpaBOi HOTH, C ONYLIEHHEM KOJIEHA, UCKPUBIICHHUE
[I03BOHOYHUKA, IIOCTEIIEHHOE IPOrPECCUPOBAHUE,
TaK)Ke, YYUTHIBAs JIONOJIHUTENbHbIE XapaKTepHbIe
MIPU3HAKH B BHJEC MHUTPECHOINOJOOHBIX TONOBHBIX
Ooseld, MPUCTYIOB yTpaThl CO3HAHUSA C DIHUAKTUB-
HOCTBIO Ha 1JIEKTpOdHIE(anorpaMmMe U KOHCYIbTa-
LMIO TeHETUKA, YCTAHOBUIIN KIMHUYECKUH TUarHo3
«l'emuarpodus [Happu — Pombepray.
[IpuBen€HHBIA KIMHUYECKUN Clly4all C CHUH-
npomoM [Mappu — Pombepra BcTpeuaercst oueHb pel-
KO, HO O HeM CJeAyeT MOMHHUTH IS NpaBHIbHOMN
1 CBOEBPEMEHHOM IIOCTAHOBKU AMArHO3a U JIEYECHUSI.

[Moctynuna: 15.04.22; peuenszuponana: 29.04.22;
npunsTa: 03.05.22.
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