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Beenenne

Arakcus Opunpeiixa (cnimHHOIEpeOEIUIsIpHAs JaereHepanys Opuapeiixa), onucaHHas B
1860 roay Hemeukum Bpayom Huxonaycom @puapeitxoMm, npeacTaBiasieT coOoit
reHeTHYEeCKoe 3a00JI€BaHne, CBSI3aHHOE C HApYILIEHUEM TPAHCIIOPTA KeJle3a U3
MUTOXOHAPUH U MPOTEKAIOLIEE C IPEUMYIIECTBEHHBIM MTOPAKEHUEM KIIETOK
LHEHTpaJIbHOHN U nepudepudeckoil HEpBHOM CUCTEMBI, KapIMOMHOLIUTOB, 3 — KIIETOK
MOJKETY JOYHOM JKEJe3bl, KJIIETOK KOCTHOW TKaHU M CETYaTKU. JJaHHBIN BapHAHT paHHEH
MO3’K€YKOBOW aTAKCUU HACIEIYETCS IO ayTOCOMHO-PELIECCUBHOMY THUILY U
XapaKTepu3yeTcsl paHHEeW MaHu(ecTaluel U MPOrpecCupyomuM TeueHrem. Jledror
atakcuu @pujpeiixa npuxoaurcs B cpeaHem Ha 15-25 net. Camoil yactoit popme
HACJIEICTBEHHBIX aTaKCHI B OOJbILEH CTENEHU MOABEPKEHbI MYKUHHBI, C YaCTOTOM 2-
7:100000, y >xeHIMH 3a007€BaHNE XapaKTepu3yeTcs 6oJiee OIaronpusTHBIM TEUYCHUEM U
OombIIeH TPOIOKUTEIBHOCTHIO KU3HH.

1. DTHonaroreues

Atakcus @puaperixa acCCOUUUPYETCs C TOBTOPaMH TPUILIETa HyKIeoTua0B GAA
(ryaHMH-aJIecHUH-a/ICHUH) B IEPBOM UHTPOHE IreHa, KOTOPbIH JIOKaJTU30BaH Ha
xpomocome 9q13 u koaupyet Oenok ppaTtakcuH. Y MalueHTOB HabI0aeTCs
Ype3BhIYAiHO HU3KUI YPOBEHB ATOT0 OelKa, KOTOPBIA B HOPME JIOKAIU3YeTCs BO
BHYTpPEHHEW MeMOpaHe MUTOXOHJIPUH, TJIe, BEPOATHO, YUaCTBYET B PEryJIsiLIUU
KOHLIEHTpauuH xene3a. [IoCKOIbKyY jKene30 ABISETCA HEOThEMIEMBIM KOMIIOHEHTOM
MHOI'MX KOMILJIEKCOB B LIETIOYKE OKUCIUTENBHOIO (GochHOpUIpoBaHmsl, TO MyTallUU T€HA,
KOZUpYoLIero 0enok (paTakCuH, NPUBOAST K FeHEPAIM30BaHHOW MUTOXOHIPUAIBHOM
muchynkiuu. Takum oOpasom, atakcust @punapeiixa uMeer Te xe OHOJIOrHYeCcKue
XapaKTEPUCTUKH, YTO U CHMHHOLIEpeOeIuIsIpHas aTakcus (aHaTOMUYECKast JJOKATU3aIus
obJsacTell mopaXkeH!s U MOBTOPBI TPUILIETA HYKJIEOTHI0B) U MUTOXOHIpUATIbHbIE
sHIIe(hasIonaTuH.

Kak pe3ynpTaT 3THX IpOIECCOB B CHUHHOM MO3Te HaOII0JAI0TCSl CHUKEHHE KOJIMYeCTBa
aKCOHOB M TJIMO3 B 33JJHUX CTOJI0AaX, AUCTANBHBIX OT/IENaX KOPTUKOCTIMHAIBHBIX U
cuHoLIepeOeIUIIPHBIX MyTel. JlereHepaliis HeHPOHOB MTPOUCXOTUT B CTUHHOM MO3Te
(ssmpo Kiapka), ctBosie mo3ra (sapa VIII, X u XII nmap uepenHo-MO3roBsIX HEPBOB),
Mo3xkeuke (3y0uaroe siapo U kKieTku [lypkuHbe BEpXHETo 4epBsi), a TAKKE B
MMpaMUJIHBIX KiIeTKax bena nurarenbHoi Kopbl. KonnuecTBo KpyMHBIX HEHPOHOB
TaHTJIMEB 33 JHUX KOPEIIKOB CIIMHHOMO3TOBBIX HEPBOB TaK)K€ yMEHbIIaeTcs. B ToncThIX
MHEJIMHOBBIX aKCOHAX HEMPOHOB, PACIIOI0KEHHBIX B 38 JHUX KOPEIIKAX U 3aJHUX
cTON0ax, MPOUCXOJUT BTOpUYHAs nereHepanus. Cep/ile yBeTU4eHO, B IEpUKapIe
o0Opa3ytoTcsi MHOrouncaeHHbIe criaiiku. B 50% ciydaeB npu aytorncuu 601bHBIX
atakcued @pupeiixa 0OHAPYKUBAIOTCSI MHOXXECTBEHHBIE OYaru JECTPYKIIUU BOJIOKOH
MHOKapJa u Gpuopos.

2. KnuHnveckasi KapTHHA

Knunndeckue nposiBieHus 3a00JIeBaHMsI 3aBUCAT OT YCIOBHOU (DOPMBI:

e Knaccuueckas 6onesnp @puapeiixa (TunuyHas popma);
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e Atunuysas ¢popma 601e3up Opuapeiixa (Ipu HE3HAYUTEIBHOM MOJIOMKE B 9
XpOMOCOME).

Jlig atunuyHOM (popMbl 3a00JIEBAHMSI HE XapaKTephl: TOTalbHas apediekcus,
KapAHMOMHUONATHH, SHJOKPUHHbBIE HAPYIICHHUS.

Atakcusa @puapeiixa 1e0I0TUPYET MOPAXKEHUEM HUKHUX KOHEYHOCTEH, HApyIICHUSIMU
MOXOJKH M pacCTPOMCTBAMM KOOPIAMHALMU ABUKEHHUM (B OCHOBE — aTaKCHsl, HOCSIIas
CMEIIaHHbBIN XapaKTep, MO3KEUYKOBO-CEHCUTHUBHBIN). laliieHTsl HAUMHAIOT OTMEYaTh
MOSIBJIEHUE HEYBEPEHHOCTH BO BPEMS XObObI U MIATKOCTH, BIJIOTH 110 najeHus. C
TEYEHUEM BPEMEHHU BO3HMKAET HAPYIICHUE KOOPAUHALINHN [IPU JBUKEHUSX PYKaMH,
MOSIBJICHHE TPEMOPA PYK U CBA3aHHOT'O C 3TUM U3MEHEHUs nodepka. [locrenenno
MIPUCOEAUHSIOTCS M IPYTHE HEBPOJIOTUUECKUE U3MEHEHUS

e (CnabocTh B MBIIITAX HOT BIUIOTH JI0 MAPE30B U Mapanuyei (pu 5TOM
CHIDKAIOTCSI, a M03KEe YyracaloT KOJIEHHbIE U aXUJUIOBbI pediiekchl);

e Hapymenue riy0oKoil i MOBEPXHOCTHOW YyBCTBUTEIBHOCTH;

e PazBuTHe TYroyxoctu, aTpodus 3pUTEILHOTO HEPBA;

e Hapymenue peun (npu juureabHoCTH 3a0051eBanus Oosee 5 ner);

e CHWXCHHE KOTHUTUBHBIX (DYHKIIHH.

N3 skcTpaHeBpaIbHbIX KIMHUYECKUX CUMIITOMOB, KOTOPBIMH IPOSIBIISIETCS aTAKCHS
Opunpeiixa, B 90% cinydaeB HaOIIOIaETCS MTOPAKEHUE CEPICUHON MBIIIIIBI —
KapJAMOMUOMATHSI, TPUBOASIIAS K BOSHUKHOBEHUIO apUTMHH (SKCTPACUCTOJIHUH,
NapOKCU3MAJIbHOW TaXWKapJIuU, MEpLUATEIbHONW apUTMHUN) U CEPIACYHOU
HefocTatouHoCTH. [l arakcun @puapeiixa Takke XapaKTepHbl pa3IMuHbIe KOCTHBIE
nepopmaruu. Hanbonee tunuyHoit spisiercst «ctorna Opuapeiixa» (mosnas cromna),
UMEIoIIasi Ype3MEPHO BHICOKUN U BOTHYTHINM CBOJ, COTHYThI€ TUCTaNbHbIE (haTaHTu
NaJblIeB ¥ pa30rHyThie OCHOBHBIC (pasanru. OTMeYaeTcs TaKkKe CKOJIMO03, KOCOJIANoCTh,
nedopMaluu nanbleB pyk U HOT. Co CTOPOHBI SHIOKPUHHON CUCTEMBI aTaKCHsI
Opunapeiixa 4acTo COMPOBOXKIACTCS CaXapHbIM TUabeTOM, HHPAHTHIU3MOM,
TUIMOTOHAU3MOM, AUCPYHKIMEH SIMYHUKOB. B HEKOTOPBIX CllydasiX y MalMeHTOB C
aTakcueil @puapeiixa HaOIIOaeTCs KaTapakTa.

HJ’IH AUArHoCTHUKHU IIPHUHATO BBIACIIATD 065133T€J'IBHBI€, YaCTbIC U PCAKUC ITPHU3HAKH.
K oGnuratHeIM cuMiToMaM 0OJI€3HH OTHOCST:

e Jle6roT 3a601eBaHuUs B BO3pacTe 10 25 Jer.

e [Iporpeccupyromas MO3K€YKOBO-CCHCUTUBHASI aTaKCHSI.

e [Iporpeccupyroiiiee HapyIIeHHE KOOPAMHAIIMU B KOHCUHOCTSIX.
e VYracaHue KOJICHHBIX U aXWUJIJIOBBIX PE(IICKCOB.

e CHmxeHHE TITyOOKOW 4yBCTBUTEIBHOCTH B HOTaX.

e JluzapTpus — TOUKOOOpa3Hasi, 3aMe/JICHHAs peYb.

K gactem npu3Hakam 3a001€BaHUsS OTHOCST:
e [latonoruueckuii pepaexc babunckoro.
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e [lomas crona.
e Kudockonmnos.
e (CnabocTb, rUnoTpous/aTpodus MBI KOHEUHOCTEH.

Penxue npusnaku arakcun @puapeiixa:

e ATpodust 3pUTENBHBIX HEPBOB.

e Hucrarm.

e (CeHCOHEBpaJIbHasA TYTOYXOCTb.

e [locrypanbHslii TpEMOD.

e Bepturo.

e (CracTUYHOCTH B KOHEYHOCTSIX.

e YMepeHHbIC KOTHUTUBHBIE HAPYLICHUS.

[TpusHaku, KOTOpBIEC JOKHBI HACTOPOXKUTh KIMHHUIIMCTA U HAMIPABUTh HA TIOUCK APYTHUX
3a00JI€BaHUM, CIICTYIOIIHE:

e paHHMIl MaHH]ecT 3a001eBaHus (10 2-X JIeT);

® BBHIPAKCHHBIC KOTHUTUBHBIC HAPYIICHHUS;

® HAIMYHE CUMITOMOB 3KCTpPANTMPAMHUIHON MATOJIOTHH;

® CEHCOMOTOpHAsI HEBPOIATHS,

® CHW)XEHHE CKOPOCTHU MPOBEACHUS HEPBHOTO UMITYJIbCA [0 JBUTaTEIbHBIM
BOJIOKHAM;

¢ o(TaTBEMOIUIETHS.

3. JluarHocTuka

[Ipu olieHKe HEBPOJIOTHYECKOTO CTaTyca OTMEUAETCS MO3KEUKOBBIA U CEHCUTUBHBIN
xapakrtep atakcuu. B moze PomGepra manneHT HeycTOWYMB, HE MOXKET BBIMOJTHHUTD

IS TOYHO-KOJIEHHYIO P00y, TPOMaxXUBAETCs IIPU BBHIOJIHEHUU MAJIbIIEHOCOBON MPOOHI.
PannuM nmpusnakom atakcuu @pujpeiixa sBIseTCS UCYE3HOBEHUE aXUIUIOBBIX U
KOJICHHBIX pediekcoB. XapaKkTepHo Halnyue cumnrToMa babuHckoro.

[Tpu nporpeccupoBanuu arakcun Opuapeiixa oTMedaercs ToTanbHas apedaexkcus —
OTCYTCTBHUE BCEX HAJIKOCTHUYHBIX M CYXOXHMJIBHBIX PE(IICKCOB, paCCTPOUCTBO TITyOOKHUX
BUJIOB UyBCTBUTEIHHOCTH (BUOPAIIMOHHOMN YyBCTBUTEIHHOCTH U CYyCTABHO-MBIIIIEYHOTO
YyBCTBA), CHUKEHHE MBIIIIEYHOTO TOHYCA, Tape3bl U aTpo(hUIECKUe N3MEHEHUS MBbIIIIII
JUCTAJIBHBIX OTJIEJIOB HUKHUX KOHEUYHOCTEN. B mo3anen craguu atakcun Opuapeiixa
nape3bl, MBIIIIEYHAs! TUIIOTOHHS M aTpOQus paclpoCTPAHSIIOTCS HA BEpXHUE KOHEUHOCTH.
Bo3moxHO nmosiBneHue xanob Ha Ta30BbI€ HAPYIICHUS U Pa3BUTHE JEMEHIIUH.

OCHOBHBIMU METOJJaMU HHCTPYMEHTAJIbHON JUArHOCTUKHU aTakcuu Opuapeiixa sBisieTcs
MarHuTHO-pe3oHancHas Tomorpadus (MPT) u Helipoduznonoruueckoe TeCTUPOBAHUE.

1) MPT roioBHOTO MO3ra BEISIBIISIET aTPOPHUECKHIE MPOIECCH B IPOIOITOBATOM MO3TE
Mocte, arpoduro mozxkeuka. [Ipy MPT mo3BoHOUHMKA HAOMI01a€TCSl YMEHBIICHNE
MOTIepeYHUKa CIIMHHOTO MO3Ta M €ro aTpoduueckrie n3MeHeHus. B mocranoBke auarHosa

«arakcust Opunpeiixa» Kommnerorepaas tomorpagus (KT) ronoBaoro mosra
5



HEJ0CTaTO4YHO MH(popMaTuBHA. C €€ MOMOIIBIO0 XapaKTEPHbIE U3MEHEHUS MOKHO
BU3YaJIM3UPOBATh TOJIBKO B MO3AHUX CTaAUAX 3a0oneBanus. Panuss atakcus Opuapeiixa
conpoBoxaaeTcs Toabko KT-nmpu3HakaMy He3HAUUTEIbHON aTpOPUU MO3KEUKA.

2) UccrenoBanue npoBOSIIIUX MYTEH MPOBOUTCS TIPU MIOMOIIN TPAaHCKPaHHATBHOM
MarHUTHOW CTUMYJIALIMU, UCCIIEI0BaHUE NepU(PEepUIECKUX HEPBOB — IyTEM
anekTpoHeiiporpadun u snexkrpomuorpaduu. Ilpu stom arakcus @puapeiixa
XapaKTEepPU3yeTCs YMEPEHHBIM CHUKEHUEM ITOTECHIIMAJIOB IEUCTBUS IIPU IPOBEACHUH 110
JIBUTATEJIbHBIM HEPBAM B COYETAHUH C OOJBUINM (BIUIOTH /10 TIOJTHOTO UCYE3HOBEHNUS)
CHWKEHUEM NPOBOAMMOCTH 10 YyBCTBUTEIbHBIM BOJIOKHAM.

C 1enpro NOMCKA dKCTPAHEBPAIBHBIX MTPOSIBICHUIN MPOBOAUTCS KOHCYJIbTALIUSA
Kap/auoJIora, opronena, opraabMoiora 1 3HI0KPUHOJIOra; aHaJIu3 caxapa KpOBH U
TJIFOKO30TOJIEPAHTHBIN TecT, uccienoBanue ropmoHanbHoro gona; OKI', Harpy3ouHbie
TecThl, Y3U cepaua; peHTreHorpadus N03BOHOYHHKA.

HewmanoBaxxHoe 3HaueHKE B yCTAaHOBJICHUU JUAarHO3a «atakcusi @puapeiixa» umeer
MEJIMKO-TEHETUYECKOe KOHCYJIbTHUPOBAHNE U KOMIUTEKCHas (Tipsimas u kocBeHnHas ) [JHK-
nuardoctrka. OHa MPOU3BOIUTCS Ha 00pa3iiax KpOBHU MalMEeHTa, €r0 OMOJIOTUYECKUX
pOaMTENeH, a TaKKe KPOBHBIX OpaTheB U cecTep. B mepuos BeneHuss 6epeMeHHOCTH
aTakcus Opuapeiixa y mioja MoXeT ObITh AMarHocTupoBaHa npu nomoru JJHK-
JTMArHOCTHKW BOPCUH XOpHOHA Ha §8-12 Henene 6epeMEeHHOCTH UM aMHUOTUYECKON
JKUOKOCTU Ha 16-24 uenerne.

Huddepennuanbaas Tuarnoctuka arakcuu Opupeiixa mnpoBoAUTCS CO CIEAYIOIIUMU
3a00JIEBAHUSIMH

e HacnencrBennas arakcusi, BeI3BaHHas AepuIiuToM BUTamMuHa E: cxoxa mo
KJIMHUYECKOW KapTUHE, OJTHAKO MPU JUArHOCTUKE OOHAPYKUBACTCS Pl
1a00paTOPHBIX U3MEHEHUI: CHIDKEHHOE coJiep kaHue BUTaMuHa E B kpoBw,
aKaHTallMTO3 B Ma3Ke KPOBH, HAPYIIIEHUE JIUITUTHOTO OOMEHA.

e Jlpyrue oOMeHHbBIE 3a00JIEBaHUSI C Ay TOCOMHO-PEIIECCUBHBIM THIIOM HACJIEI0BAHUS:
TaHTJIMO3U/103 U TaJaKTOCUaIn03 (BbISIBIIEHUE aKTUBHOCTH B-ramakrocuaassl u
reco3aMuHnIa3bl A); 6oe3Hp Kpabbe (ncciaeqoBaHne akTHBHOCTH
raJlakTO3WIIEpaMuI1a3bl); O3AHMUIM BapuaHT 6one3nn Humana-ITuka (onpenenenue
coJiepkaHus COUHTOMHETMHOB JIMKBOPA, UCCIIEIOBAHNE CTEPHAILHOTO MMYHKTATA IS
O0OHAPYKEHUS KIIEHUCTHIX)» KIETOK).

e PaccesHHbIl CKIep03: B KIIMHUYECKON KapTHHE TAHHOTO 3a00JIeBaHUs IPEBAIUPYET
MUPAMHJIHAS CUMIITOMATHKA: YaCTO OKUBIIEHHBIE CYXOXHIbHbBIE pe(IIeKCHI,
MUPAMUJIHBIA TOHYC, BBITIAJICHHE OPIONIHBIX pediekcoB, oUyaru IeMUeTNHU3AIMN Ha
MPT, uepenoBanue pemuccuii u obocrpenuii. He xapakrepHsl: apednexcus,
TUTMIOTOHUS, COMaTUYECKUE TIPOSBIICHUS, aMUOTPO(HH.

4. Jleuenue

[TaToreneTnyeckoro JiedeHus 3a00JIEBaHUsI B HACTOSIIIEE BpeMs HE pa3padoTaHo,
MO3TOMY BCE MEPhI HAIPaBJIEHbI HA YCTPAHEHHUE CUMIITOMOB 3a00JIeBaHUSI.
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AneKkBaTHOE M peryJsipHOM JedeHne aTakcun Opujpeiixa no3BossieT IpUOCTAHOBUTH
IIPOrpECCUPOBAHKE 3a00I€BaHMsl, N30€KaTh OCIOKHEHHUH, JNIUTENBHOE BPEMSI COXPAHATH
CIIOCOOHOCTH MAllMEHTa BECTH aKTUBHBIN 00pa3 xu3Hu. Kak npaBuiio, arakcus
@puapeiixa Je4nuTCs OTHOBPEMEHHBIM Ha3HAYEHUEM METAa00IMYECKHUX MTPEnapaTos,
MPUHAAIEKAUX K 3 pa3IMdHbIM IPYyNIaM: KOPaKTOpPOB SHEPTETUUECKUX SH3UMHBIX
peakyii, CTUMYJISITOPOB aKTUBHOCTH JABIXATEIbHOM L€ MUTOXOHIPUH U
AHTUOKCHJIAHTOB.

JlononHUTENBHO NpuU aTakcuu Ppuapeiixa Ha3HAYalOTCS MEAUKAMEHTBI, YIIy4IIaoI1e
MeTaboJIMYECKHEe MPOIIECCHl B CepIeUHON MbIlIe (ThaMuHnupodocdar, MHO3MUH,
TPUMETA3UANH, S-TUIPOKCUTIPO(aH U Mp), HOOTPOIBI U HEHPOMPOTEKTOPHI (TamMmMa-
aMUHOMACIIsSIHAsl KMCII0Ta, MUpaneTam, MeKJI10()eHOKCaT, TUPUTHUHOI), TOJTUBUTAMUHBIL.
[Ipn HEOOXOAMMOCTHU B MOPAKEHHBIE MBIIILIBI BBOJUTCS OOTYJIOTOKCHH,
OCYUIECTBIISIFOTCS. XMPYpPTrUYE€CKHe ONepariy Mo KOPPEeKIHH KOCTHBIX JehopMaluil.

Bonbiioe 3Hauenue s MalMeHToB ¢ atakcuel Opuapeiixa uMeeT JeueOHas
¢duskynbTypa. [locTosHubie 3ansaTus JIOK, HanpaBieHHbIE HA TPEHUPOBKY KOOPIMHAIIUH
Y MBIIIEYHOU CUJIbI, JAFOT BO3MOKHOCTh COXPAHATh JIBUTATEIIbHYI) aKTUBHOCTD U
KyIUPOBaTh BO3HUKAIOIIHE 00JIE3HEHHBIE OLTYIICHU. TaKkke BOZMOXKHO MPOBEICHNE
Maccaxa. [Tockonbky arakcus @puapeinxa COnpoBOKIAETCS HAPYLIEHUEM
SHEPreTUYEeCKOro 0OMeHa, TO MalMeHTaM C 3TUM 3a00JeBaHueM HE00X0IMMO
OTPaHUYHUTH MIPUEM YTJIEBOJOB C MUIIEH, HU30BITOK KOTOPHIX MOKET IIPOBOLMPOBATH
ycyryOieHre 0OMEHHBIX HApyIICHUM.

5. IIporno3

ATtakcusa @puapeiixa UMeeT HEyKJIOHHO Mporpeccupyloliee TeUeHue, NpuBoasiee K
neTanbHOMY Hcxoay. [lanueHT morubaer ot cepIeYHON WM JIbIXaTeIbHON
HEJ0CTATOYHOCTH, UH(PEKITMOHHBIX ocinoxHeHU. Oxoso 50% nanueHToB, y KOTOPBIX
HabmotaeTcst atakcus Opuapeiixa, He JOKUBAIOT 10 35-TeTHETO Bo3pacTa. Y KEeHIIUH
TeueHue 3aboneBanus 6osee OiaaronpustHo. [IpogomkurensHocTh UX xu3HU B 100%
cocrtaBiiger 6osee 20 JieT OT MOMEHTA Hayajia aTakCHH, B TO BpeMsl Kak cpelil My K4UH
muiib 63% KUBYT JOJBIIE 3TOTO Cpoka. B kpaiiHe pelKux ciydasx Mpu OTCYTCTBUU
CEpJICYHBIX HAPYIICHUN U caXapHOTOo JAuadeTa marueHTsl KuByT 10 70-80 ner.

JakaYeHue

bonesnp @punpeiixa 10 HATUX JHEH O0CTAaeTCs, MOXKAIYH, HAMOO0JIEe YETKO OUSPUCHHBIM
CHUHJPOMOM B OOIITMPHOM M IeTePOTCHHOM Py aTakcuii. OHaKO 10 CHUX TOp HE
HalJIeHO TATOTCHETHYECKOE JICUSHHE, XOTS MUCCIIeI0BATEIbCKHUE PaOOTH aKTUBHO
BEAYTCs IO JaHHOMY HampaBjeHnio. CBOeBpeMEHHas AMarHOCTHUKA U IPUMEHEHUE
COOTBETCTBYIOIIHUX METOOB JICUSHHUS CIIOCOOCTBYIOT YIIYUIIICHHIO KAUECTBA KU3HH U €€
MIPOJUICHUIO Y TIAIUEHTOB C JIAaHHBIM 3a00JICBaHUEM.
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