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CUHOPOM CErPEHA-NTAPCOHA
lE.PyneHckan, H.B.XKypkoBa

Meanko-renernyeckuii Hay4uniii uentp PAMH, Mocksa

IMpakTHyeckas 3agaya Hawed paboTsl - Ha NpUMeEpe PEAKOro HacneACTBEHHOTo cuHapoMa Cérpena-Jlapcona
(CCJI) npuBnieus BHUIMaHHE K HaCNeICTBEHHBIM CHHAPOMaM, HMEIOIKM KinHIueckoe cxoactso ¢ JLIT, a Takke npo-
JIEMOHCTPHPOBATh COBPEMEHHBIE BO3MOXHOCTH FEHETHYECKOH AMarHOCTHKH.

IMpusoaum cobcTBeHHoe Habmoxenue, ABnsiouteecs nepsbiM B Poccud GHOXHMMYECKH M MOJEKYJSPHO-
reHeTHYEeCKH noATBepXaeHHbIM ciryuaeM CCJL

BonsHoii 111. BepBbie o6cnegoBan B Bo3pacte 4 1. ENMHCTBEHHBIH pe6CHOK 3M0POBBIX POAMUTENEH, PYCCKHX,
MOCKBHHYEH, HE COCTOAIHMX B KPOBHOM poacTse. CeMeiHblil anaMHe3 He oTarouleH. bepementocts (1-1) U poap! npo-
Texany pusuonornyto, MT npu poxaennu 3300 r, 3axpuyan cpady. C poxaeHns uMeach BRIpaXeHHas KOXHas na-
TOJIOrHA: ANQPy3HbIE MOKPaCHEHHE, CYXOCTh, LIeyllIeHne, 0TeYHOCTh ("0bU1 Kak B NaHUHpe"), AUarHOCTHPOBaHA HX-
THO3UOPMHas SpuTpoaepMHs. Hesposornieckoe coctosnue B nepeele JHH XU3HH He 6b1i0 TokenbiM. Ha 1-M Mecs-
1Ie J)KH3HH GBI BANEIM COHJIMBBIM, NIO3Ke cTan OecnokoeH. B 9 Mec. BhIgBIEH cnacTuueckuit Tetpanapes. K 1 r. camo-
CTOATENLHO HE CHJIEJI, XOTA MOJI3aJl, NBITANICH BCTABATh; JIENIETall, IOHHMaN HeKoTopbie coBa. C 1 I. NpHOCTaHOBWICA B
pa3BMTHH, HE MOABWIOCH XOAb0bl, peuH, HABLIKOB ONPATHOCTH, a mocae 3 JI. OTMeueHa OTpHLATeNIbHaA AUHAMUKA B
IBUraTenbHOM cepe: nmepectan monsarb, onUpaThes Ha Horu. OpHOKpaTHO Habmopanca ¢eGPHIBHEIN CyAOpPOXKHBIH
npunajaok Ha ¢poHe OPBU. B 2,5 r. nepenec ocTpslii nHenoHeHPUT, XPOHHIECKUX COMATHYECKHX 3abosieBaHuii Her.
BripaxeHHOCTb KOXHBIX H3MEHEHHI Co BpeMeHeM yMmeHbliw1ack. Habmonancs Heponaronorom ¢ auardosom LTI u
JIepMaToJIOroM C AHarHo30M UXTHO3U(OPMHOI pUTpoaepMHUH, 3a60eBaHHs paclIEHMBATUCH Kak He3aBucuMble. Ha-
pacTaHue ABUraTeNnbHBIX PACCTPOMCTB U JaHHbIE NPOBEACHHOH B CBA3H € 3TUM MPT (cM. HHXe) BLI3BAIH COMHEHHE B
auarnose 11, 1 ceMbs Obina HanpaBieHa B Hay1HO-KOHCYILTaTHBHBIN otaen MITHL] PAMH.

IMpu ocMoTpe obpamaloT Ha ce6a BHHMaHHE YMEpeHHbIE UXTHO3H(OPMHEIE U3MEHEHHA KOXH: CyXOCTh, Ye-
uryifyaToe 1eTyLIeHHE -TeHepaNH30BaHHble, onblle BbIpaXeHHbIE B AUCTANBHBIX OTAENAX KOHEUHOCTEH U MUHHMAIB-
Hbl€ Ha JIMle, MUIMEHTAlMA KOXKH MecTaMH ofbl9Has, MECTaMH Jierkad JpHTeMa; 3yJa HeT, MPUAATKH KOXH (3y0st,
BOJIOCEI M HOTTH) HE M3MEHEHBI; IOTOOTACNACHNE HE HAPYIICHO. B HEBPOJIOTHYECKOM CTaTyce: CHacTHUeckuil Terpana-
pe3 (BeIpaXkeHHbIH HIKHUI Mapamapes W HerpyOblil BepxHHil napanapes), He XOIMT, HE ONMHUPAETCA Ha HOTH. 3HaeT
GJIM3KHX, BCTYTIAET B SMOLMOHANBLHBIA KOHTAKT, TIPOABIAET HECTOMKHI HHTEPEC K MIPYIIKaM, NIOHMMAeT pAj CJOB
BLINOJIHAET MPOCTeiiiKe HHCTPYKIMH; peyH, HABBIKOB ONPATHOCTH M CaMOOOCIY)KHBAHHNSA HET, T.€. HMEET MECTO OJU-
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ro)peHus CT. BeipaxkeHHoi umbennnbHocTH. TIpu odTaEMOIOrHYEckOM OCMOTpe naToioruu He BeiseiaeHo. KT (s
2,5 r.): nerkue arpoduueckue u3MeHenusa nobHbIx gonei. MPT (B 3,5 r.): NepHBEHTPHKYJIAPHBIE OYark MOHHKEHHOM
TUIOTHOCTH BELIECTBA MO3ra.

Couerande ouropeHun, CacTHYeckoro TeTpanapesa (NpeMMYLIECTBEHHO HIXKHETO Naparnapes3a) M HXTHO3a
Hapany ¢ gauHsiMu MPT nossonmio auarHoctuposats CCJI M COOGLIMTE PORUTENAM O BLICOKOM PHCKE 3a00JieBaHusA
(25%) nna nocaemyomux aeTeil ((HOXUMHUYECKHE B MOJIEKYIIAPHO-TEHETHYECKHE AAHHBIE - CM. HIDKE).

TIpu noBTOpHBEIX OcMOTpax pederka (J0 7 J.) CYIECTBEHHON MHAMHKH COCTOSHHA HE OTMEYEHO.

CCJ1 (MIM Ne 270200) - peaxoe HacneAcTBeHHoe 3abosieBaHHe, HAKOIUIEHHE €ro OTMEeYeHo Tonbko B llBe-
umy, rae CCJ u 6bun Brepeoie omucad T. Sjogren u T. Larsson [16, 17] (B oTeuecTBEHHOMH UTEpaType BCTPEYaeTCs
takke HanucaHue: Cnérpen, IHérpen; Jlapccon). Ha martepuane 28 GospHBIX aBTOpPB! 0XapaKTEpH30BAIH KIHHHKY
3a0oNieBanus, MPOJEMOHCTPHPOBAIY €0 ayTOCOMHO-PELECCUBHOE HACJENO0BAHHE M NPUILIH K 3aKIIOYEHHIO, YTO BCE
cllyyau ABJIAIOTCA pe3y/nbTaToM Bo3RMKueEH okono 600 ner xHazajn oOlueH MyTalHH, HOCHTENAMH KOTOPO# ABIAIOTCH
okono 1,3% naceneHus ceseproit lIseimn. ITocnenylomee snuaemMuonormieckoe HecneaoBaHue B Macmtabax Bcei
crpaHbl BKmMo4wi0 B cebsa 58 Gonsubix - uneHos 41 cembu: cpeanss yacrora CJIC 3a 1901-1977 rr. Bo Beeit cTpane
cocrasmia 0,6 Ha 100 ThiC. Yen., HacTOTa reTEPO3UTOTHOrO HocHTeNbCTBA - 0,5% M yacTora rexa - 0,002, a B ogHOM M3
CeBepO-BOCTOUHBIX Ipad)cTB, OTKYA2 MPOUCXOAWIO OONBIIKHCTBO CeMei, 3T noxasareny aocturand 10,2, 2% u 0,01
cootseTcTBeHHO {7]. OnHako CCJI He ABNAETCA UCKILIOYHTENBHO "1IBEACKOH 60Jie3Hbi0": Oyaydu pekuM, OH, OIHAKO,
BCTpPEYaeTcs OBCEMECTHO U OMMcaH B cTpaHax 3amapa - I'epmanun, bensruu, Nomnanaun, Mcnanuy, CIHA (B ToM
uucne y uHaeiiues), Kanage u np., B ctpanax bnmkuaero Bocroka, fAnonuu u ap. [4, 10, 12, 15]. Hawe Bepudunupo-
BaHHOE OMOXMMHYECKU U MOJIEKYJIAPHO-TEHETHYECKH HaboJeHHe ABjigeTCs nepBbiM B Poccun.

Kaptnna CCJI noctarouHo XapakTepHa ¥ BKIO4aeT B ce6s TpHamy oONMraTHbIX MPU3HAKOB: BPOXKAEHHbIH HX-
THO3, ONIUTOQPEHHIO K CNacTHYecKuit TeTpanape3 (¢ npeobiagaHueM HibkHero rnapamnapesa). IlepBoii npossiseTcs
NATONOTHs KOKH, KTHHMYECKH HEOT/IMYUMAas OT BPOXAEHHO HeOye3Hoi uxTHo3uGOpMHO#R SpuTpoaepMuH (KoTOopas
yalle BCTPEYaeTcs KaK CaMOCTOATENIBHOE ayTOCOMHO-peueccHBHoe 3a6onesanne, MIM Ne 242100). Kax npasuio,
HXTHO3 UMEETCA YK€ C POXKACHMSA, HHOI/Ia BO3HUKAET B NEPBBIE MECALIB! XH3HH (Y OJHOTO AMOHCKOro 60J5HOrO BO3-
HHK B 1 I.). OOBIYHO MXTHO3 HOCHUT FEHEPATH30BAHHBIN XapakTep, 0COOCHHO BBIPAXKEH Ha KOXKE HIXKHEH 4acTH XHBO-
Ta, €M, CIIMHEI, CTHOATENLHBIX NOBEPXHOCTAX KOHEYHOCTEH, MEHBIUE - HA JIMIIE, JaAOHAX W MOAOIUBAX, HHOIAA CO-
NpOBOXAAETCA 3yJOM; IPHTEMA BbIPAXKEHA B MJIAICHIECTBE, HO ¢ BO3PACTOM MCHE3aeT; NMOTOOTACNEHHE U NIPHAATKH
KOXKH He cTpajalor. THKecTb HXTHO3a WHPOKO BapbHPYET, HO HE HAPACTaeT, a HEPENKO YMeHbaeTcd, Kak y I1. I'uc-
TONIOTHYECKHE M 3ICKTPOHHOMUKPOCKONHYECKHE H3MEHEHHA KOXH (NaNHJIoMaTo3, aKaHTO3, THIIEpKEPaTos3, Nposude-
palMs MHUTOXOHAPHIA U annapata I'osib/kH B 6a3aIbHBIX KIETKaX H AP.) XapakTepHs! 11 UXTHO3H(OPMHOH naToso-
rim, Ho cneuuduunbix s CCJI npusHakoB Het [8]. Jlo nossieHuss GHOXHMHUECKOR W MOJEKYIAPHO-TEHETHYECKOMH
NpEeHaTANBHOI JHArHOCTHKH € 3TOH LieNbio npeytaraack 6uoncus koxu miona nocne 20 nen. 6epemennoctu [11). B
KauecTse (haKyJILTaTUBHOTO CUIIMTOMA OMHCHIBAIOT KOXKHBIE JKXHMO3bl B PAHHEM BO3pacTe.

IcuxoHeBponoryyeckue paccTpoicTBa 0OBIYHO HEe UMEIOT 0603HAUYEHHOrO Ha4yana, HO CTAHOBATCA ABHBIMH K
TOMy W3-3a 3afEPKKHM NICHXOMOTOPHOI0 pa3BHUTHA. JIBHraTe/lbHbIC pacCTPONCTBA, 00YCNIOBIECHHbIE HIDKHUM CIIACTHYE-
CKHM Mapanape3oM, Bcerja Tsxesbl, 6onbiunHcTBO 60NBHEIX, Kak IIl., cAMOCTOATENBHO HE XOAAT; Mape3 pykK BhIpa-
KeH ropazfo MeHbwe. CrnacTuueckuit TeTpanapes nu6o  yMepeHHO mporpeccupyeT, kak y LI (mporpeccupoBanue
MOJET MPOAOIDKATLCA /10 NyOepTaTHOro NepHozia) MHOO TeueT CTALMOHAPHO, ¥ TOrAA CHXOHEBPOJIOrHYecKas KapTu-
na CCJt ocobenno cxoana ¢ JILI1. CreneHs yMCTBeHHOMH OTCTANOCTH KOsnebieTcs B paMKax BHIPAXEHHOMN JeOMIBHOCTH
- uMOELMABLHOCTH H He HapacTaer. Y 1/3-1/2 GonpHbIX Habmoaal0TCs IMWIENTHYECKUE NpUnaiky. . Mopdonoruueckue
M3MEHEHUA MO3Ta, 110 AAaHHBIM Pa3HBIX aBTOPOB, BKIOYAIOT B ce6a: 1) AEMHEAMHU3ANMIO WIM AHCMHEIHHU3aLMIO Ge-
JIOrO BELECTBA MO3I'a U IHpaMUAHbIX myTel; 2) anddysHyio atpoduio Mo3ra ¢ rino3oM; 3) rubens HEHPOHOB KOPBI K
GazanbHbIX A0Ep

HeobmuraTHelif, HO MaTOTHOMOHUYHBIA M paHHui cumnitom CCJI - Geneckle GrecTAIINE NATHLINKMY HA CET-
uaTke, ocobeHHo B ¢oBeonspHoil u nepudoBeosnspHoil 06nacTH, 0cOOEHHO YacTO OHU BBIABISUIMCH Y MIBEACKHX 00Jb-
Heix [9]; B monoBuue ciyuaeB CCJI uMeeTcs nUrMeHTHas AereHepauna ceryarku {6]. Eme oaun dakynsraTuBHbIIM
CHMIITOM - YMEpPEHHas HU3KOpOCIOCTh.

MexXnonoBbIx pa3/inyyii pUcka U THXKECTH OONIE3HN HE OTMEYAIOT, NPOJOKHTENBHOCTD XKH3HH PE3KO HE CHM-
XEHa, eCTh onucaHus 6onbHBIX cTapwe 50 .

Ha ocuoBanuu KiuHuueckoit kapTubel CCJI 06pIYHO BKIIOYAIOT B IPYNITY "OCI0XHEHHBIX" HACIEACTBEHHBIX
CNacTUYECKUX NapaIvleryii, T.e. MHOTOYHCIEHHBIX BapHAHTOB HACIeACTBEHHOM cHacTHYeckod naparuiernu (6one3Hn
1Itpiomnens), NpH KOTOPBIX CNACTHYECKAs NAPATUIErHs COYETAETCA C TEMH WIH HHBIMH COMYTCTBYIOLIMMM CHMIITOMA-
mu {1, 2]. Ognako, B oTHuMe oT 6ONBLINHHCTBA HACACACTBEHHBIX CIacTHIECKUX naparuterui, CCJI uMeeT ycTaHOBNIEH-
HYI0 GHOXMMHYECKYIO MPHPOJY, BO3MOKHOCTh OMOXMMHYECKOH NHATHOCTUKM U TEM CaMBIM MOXET OBITh OTHECEH K
HacNeAICTBEHHRLIM 00Jie3HAM 0OMEHA, a MIMEHHO - .K Oone3HsIM HapymeHHsM oOMeHa munonpotenjos [19]. Buoxumuue-
ckuit aedext npu CCJI cBA3aH CO CHIDKEHHEM aKTHBHOCTH MeMOPaHOCBA3AHHOH NETHAPOreHa3bl XUPHBIX albJerHA0B
(FALDH) - ¢depmenTa, sBisiouierocs KOMIOHEHTOM Komruiekca "kupHblit cnupT: HAJl+okcupemykrasa” {14]. He
OCTaHaBIMBaiCh AeTanpHO Ha OGnoxumusme CCJI [19], ykaxkeM, 4TO €ro packpbiTHE CAENaN0 BO3MOXHOMN MpakTHUe-
cxyi0 Guoxummueckyto auarioctiky CCJL B koxHeix ¢pubpobnacrax u B jeiikouuTax nepupepuueckoi kpopu obHa-
pyxusaioT peskoe (2o 10% oT HOpMaNBHBIX MOKa3aTeneH) cHIKeHHE akTHBHOCTH FALDH # cHmkeHHe aKTHBHOCTH
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BCero koMiutexca "xupHsiii cnupt: HAJl+okcupenykrasa”; eme OOMH MapKep - CHIDKEHHE KOHLEHTpauHu B ¢pubpos-
JlacTax M IUIa3Me rekcajiekaHosia (OKHCICHHE KOTOpOTO HapyIIEHO B pe3ynsTaTe NmepBHYHOro aedexra). Mmerorcs
eaMHH4HbIe onucanus "Henontoro” CCJI co crnaxeHHOM KIMHHYECKOH KaPTHHON M 4acTHUHBIM AeHUHTOM depMeH-
T1a [10]. Bo3amoxHa npenarannias GHOXMMHYECKas AuarHocTHka. BuoxuMuieckne usmeHenus (B cpeaxeM Ha 50% ot
HOPMEI) BBISBIIAIOT HE TOMBKO Y GONbHBIX, HO M Y TETEPO3UIOTHBIX HOCHTENEH IreHa.

Buoxumuueckas auartoctuka CCJI B Poccum noka He NpoOBOAMTCS, M MO MHHLMATHBE pyK. NabopaTopuu Ha-
cneacTBeHHbIX Gonesneit o6mMena MI'HLL PAMH, npo¢. K.J[.KpacHononbckoii, koxubie ¢pubpob6ractet 60onpnoro HI.
Obu HanpassieHs! B N1a6OpaToOpHIO HAaCNENCTBEHHBIX GonesHelt o6Mena (pyk. - mpod. P.Baunepc) AxaneMuueckoro
MEIHMLMHCKOTO lLIeHTpa AMCTepAaMckoro yuusepcuteta (Iomnanaus). ITo nomydeHHo# oTTyna kparkoit HHbopMamuy,
auarno3 CCJI y GonbHoro 1I1. 610XMMHYECKH TOATBEPXKAEH.

B Hacrosee spema CCJI Takke U3yueH Ha MOJNEKYNAPHO-TeHeTH4ecKoM yposHe. len CCJI xapTupoBaH B
obnactu 17p11.2. Bniepsbie kapTHPOBaHHE GBLIO OCYILECTBNEHO B 1994 r. B IBEACKHX CEMBAX, 8 33aTEM MHOTOUMCIICH-
HbIMH HCCIIE0BAHMAMH CeMeii pa3HON 3THUYECKOH NPHHAIEXHOCTH JOKa3aHa reHeTHYecKas ogHopoanocth CCJI: Bo
BCEM MHDE O BBI3BIBACTCA ONHUM H TeM ke reHoM [12, 13, 15], unentudupopannbiM kak ren FALDH (mpyroe o6o-
3HaueHue reda - ALDH10) [5]. K nactosiemy BpemeHH onmcano Gonee 50 pasfMuHBIX MyTaumii 3TOrO reHa, Bhi3bi-
alownx CCJI: aeneunn, BCTaBKH, 3aMEHbl, HOHCEHC-MYTalIUH, CTIOKHBIE MYTAlK U T.1.; HEKOTOPHIE M3 HHX BCTPETH-
JIMCh B EAMHUYHBIX CEMbAX, APYTHe - MHOTOKPATHO (B YaCTHOCTH, MyTauus, npeobnanatoitas B Illseuu), cnekTp Bhi-
ABNEHHBIX MYyTaUMi NPOROIKAET PacIUMPATHCS [4]. B CBA3M ¢ MOMEKYNAPHO-rEHETHIECKUMH JaHHBIMH 06CYAAIOTCA
BONpock! 06 061mHoCTH McTouHmka CCJI, 0 BO3MOXHEIX HCTOPHKO-TeOrpagUueckuX MyTAX PacpoCTPaHeHus GoNe3Hu
B MHpE (HanpuMmep, 0 BO3MOXKHOCTH "3aHOCa" MyTauuu B ['epMaHMIO IIBEACKMMH CONIATAMH BO Bpems Tpuanaruner-
Hel BOHHBI M T.1.) [12]. B npakTiyeckom Xe IUTaHe CTaa BO3MOXHO# npeHatansHas JJHK-auarnoctuka [18).

Taxas auarHocTuka 6bu1a nposeneHa B cembe 11, koraa poanTenH 06PaTWIINCE HA PAHHUX CPOKAX GepeMeH-
HOCTH MATepH IO BONpPOCY JOPONOBOH AHArHOCTHKH U NpH BeIGOpe crmocoba JOPONOBOIM AMArHOCTHKH NpEANOYIH
onoxumuyeckoit IHK-aurnoctuky. JIHK-auarnoctnka B nposefeHa B naGopaTopuu MOJIEKYJIApHO#M reHeTuku HH-
CTHTYTa F€HETHKH uenoBeKa (aupekTop - npo¢. A. Peiic) Yuusepcutera ®punpuxa-Anekcauapa, r. dpnauren, OPI.
Brauane uccneposana JIHK GonbHoro pefenka u ponutencit. Y pebenka oGHapykeHbl JBe a/ieNbHble MyTaLHH B
reie FALDH: mytauua Asn236lle B 5-M 3k30He rena u MyTarus

ntl 11delA B 8-M 3K30H€, YTO NO3BONMIO MOATBEPAUTH AHATHO3 H MOCITYXHIO OCHOBO nocJeylolen npexa-
TanbHOM AuarHoctHky. Ilpu uccnenosannu JJHK pomutenedi y MaTepn o6HapyXeHO FeTEpO3HIOTHOE HOCHTENBCTBO
myTauun Asn236lle, a y oTua - reTepo3HroTHOE HOCHTENBCTBO MyTauuu ntllldelA. CnemyiomuM 3TanoM sBHIach
COGCTBEHHO IpeHaTaNbHAsA JWATHOCTHKA (Ha cpoke GepemeHnocTH 12 Hen.). ITpu uccnenoBanun JIHK aMHMOTHYECKHX
KJIETOK He GBLI0 06HapyXEHO HH OZIHOM M3 IABYX MMEIOIMXCH B ceMbe MyTauuii rena FALDH. Cuenano 3akmouenue o
6/1aroNpHUATHOM IEHETHMECKOM MPOTHO3€¢ /A IUIoAa. CeMbA MPHHSNA PELIEHUE O COXPAHEHHH GEPeMEHHOCTH, B Ha-
crosulee BpeMs ee cpok 28-29 Hen.

Jleuenus CCJI nomumo cuMmnToMaTHueckoro He cymectsyer. C yuetoM 6noxumusma CCJI Aenanuch mombIT-
KH QUETOTCPAIMH - HCKIIOUEHHA WIH OTPaHHYCHHA MPOXYKTOB, COACPKAUIMX KUPHEIE KHCIOTHE C JUIMHHOM LEnsio U
3aMEHBI UX JKMPHBIMH KHCJIOTAMH C LIEMBIO CpeHel JUTHHEL, HO yOeauTensHoro 3¢dekra Takoil AHETHI HeT.

Hame nabmonenne cuuapoma Cérpena-JlapcoHa ¢ oaHO# CTOPOHEI YKA3HIBAET HA HATHYHE STOTO peaxoro
3aboneBanus B poccuiickoif nomynsumu, a ¢ apyroii - eme pa3 CBHICTENBCTBYET O TOM, YTO 3a auarHo3om "JILITI",
0COOEHHO C NOpaXXCHHEM JPYTHX OPTraHOB H CHCTEM, MOTYT CKPBIBATHCH MOHOFEHHBIE GOJIE3HM C BHICOKHM pHCKOM
TNOBTOPHOTO pOXACHHA OonbHOro pebenka. "CuMymHpoBaTh" pasnuunsie Qopmbl JLITT MOTYT HEKOTOpbie (OPMBI
HAC/ICACTBEHHBIX CMACTHYECKHX Maparuierui, BPOX/ACHHBIX HEMPOTPECCHPYIOLIMX ATaKCHiA, BPOXAEHHEIX HEmporpec-
CHPYIOLWX MHONATHH, OTAE/NbHbIE HaC/eACTBEHHbIE Goe3Hn o6MeHa. Kak MokasslBaloT NOMyNALMOHHBIE HCCEA0BA-
HUsl, 3TH 3260/IeBaHNA He CTOJNIb PEAKH, B YaCTHOCTH, B poccuiickux nomynsumnax [3]. IlocrosHHO paclmpsomuecs

BO3MOXKHOCTH Ha/IeXxXHOH A0pOAOBO#H MPOoQIIAKTHKA AENAI0T AHArHOCTHKY TAaKHX GoNe3He 0co6enno aKTyalIbHOM.
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