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Pactrasanmag ZIIBBFIIJMZ aoprhl

Hapymenne cminajibHoro KpoBoodpaniens
Kak KJIHHIYeckas Macka paccaupaloneit
aHeBPH3MbI a0pThl Y OobHoro cugpoMom Mapdgana

o B.A. Any}pues, A.B. fpocaasues, H.I0. Bekeaep,

T.B. Any¢ppuesa, M.A. Tpokodresa

Topodckas kaunuueckas 6oavHuya Ne 79 e. Mockeoi

B cratbe mpencraBieH KIMHUYECKUI CITydail peIKOro OCIOXXHEHUST HACIeICTBEHHOTO 3a00eBa-
HUsT — cuHapoma Mapdana. OnrcaH CIOXHBIN ¢ TMAarHOCTUYECKON TOUKM 3peHUs Ciiydail pac-
cIavBalolleil aHeBPU3MbI A0PTHI C KIMHUYECKOI KapTUHOM HAPYIIEHUS CTUHATLHOTO KPOBOOOpa-
meHus. [IpuBoasiTCS JaHHbBIe KIMHUYECKOTO O0CTIeN0BaHMs, JJAOOPATOPHBIX U UHCTPYMEHTAIb-

HBbIX I/ICCJ'[SI[OB&HHFI, PE3YabTaThbl AyTOIICHUN.

Kntouesvle crosa: cunapoMm Mapdana, paccmanBaromiasi aHeBpru3Ma aopThl, HApYIIeHUE CITUHATb-

HOTO KPOBOOOpAIIEHUSI.

PacciaauBatomas aneBpusma aoptsl (PAA) —
BHe3aIlHOe oOpa3oBaHME aeheKTa BO BHYT-
peHHEe 000JI0YKe CTEHKH a0PTHI C TTOCICIYIO-
IIAM TIPOHUKHOBEHMEM TIOTOKAa KPOBHU B €€
JIET€HEpPaTUBHO M3MEHEHHBI CPEIHUIA CIIOMN.
3aboneBanue BcTpevaetcss y 1 u3 10000 roc-
MUTATU3UPOBAHHBIX O0NbHBIX. PazButue PAA
CBSI3aHO C JIeTeHepalueli MeIuu BCJICICTBUE
aTepOCKIIEPOTUUECKOTO TIpollecca Ha (oHe
IJINTEJIBHO CYIIECTBYIOIIEH apTepHaIbHOMK
TUTIEPTEH3UH, PeXXe OHO CTAHOBHUTCS PE3YJib-
TaTOM TMPSIMOI TPaBMbI WU SITPOTCHUM.

Ocoboe mecTto 3aHMMaeT pa3Butue PAA
npu curapome Mapdgana, KOTOpbIid onpenesis-
ercs B 6—9% cinyuyaeB PAA. Cunapom Mapda-
Ha — JleTeHepaTuBHOE 3a00IeBaHNE COSTMHM -
TEJbHOM TKaHU C ayTOCOMHO-TOMWHAHTHBIM
TUIIOM HacjleI0BaHUs, MPU KOTOPOM Hapy-
1IeH CMHTe3 (UOpUUIMHA U BnacTuHa. Benen-
CTBUE 3TOTO HAPYIIIAeTCS CTPYKTYpa COCIMHU-
TEJIbHOTKAHHBIX 3JIEMEHTOB BCEX OpraHOB, HO
OOJIBIIIE BCErO CTPAmalOT CKEJICTHO-MBIIICU-

Konmaxmuas ungopmayus: Anybpues Banepuit Ana-
ToJIbeBMY, tasla@yandex.ru

Hasl, CepIeYHO-COCYIuCTasl CUCTeMa 1 IJiasa.
BHemrHwmit Bua OOJIBHOTO XapaKTEepeH: BBICO-
KM pOCT, acTeHUYECKOe TeJIOCI0XKEHHUE,
ITMHHBIC KOHEYHOCTH, apaxXHOMAKTUINS, JC-
dopMmaLms rpyaHoit kieTku. Y 80% O0NIbHBIX
MMEIOTCSl TIOpakeHMsI opraHa 3peHUus: OT-
CJI0IiKa CeTUYATKU, TTOIBBIBUX U BBIBUX XpyCTa-
JIMKa, OJM30pYKOCTh BHICOKOI CTENEHM U3-3a
YBEJIMUCHMST aKCHAJIBHOTO pa3Mepa TJIa3HOTO
s10J10Ka.

dartanbHBIM UIST OOJIBHBIX CUHIPOMOM
MapdaHa MOXeT cTaThb MOpaxkeHWe cepiaey-
HO-COCYIMCTOM CHCTEeMbI: HapylleHue 3Jjac-
THUHOBOTO KapKaca MeINN aOopThl IPUBOIUT K
pPacCIIMPEHUIO KOPHS aOPThl C pa3BUTUEM He-
JMIOCTAaTOYHOCTH aOpPTaJbHOTO KJIarlaHa, aHeB-
pusme u PAA. CepedHO-COCYIUCTbIE OCIOX-
HEHMS B OTCYTCTBHE CBOCBPEMEHHON TUArHO-
CTUKHM U XUPYPTUIECKON KOPPEKIIUM CITyKaT
HanboJiee YacToi MPUIMHON CMEPTU OOTBHBIX
cuHApoMOoM MapdaHa B JOCTaTOYHO paHHEM
Bo3pacTe (Ha 3—4-M JeCATUIETUU XKU3HMU).

PaccmanBarorast aHeBpr3Ma aOpThl BO3HM-
KaeT OCTPO M acCOIMUPYETCs C OYEHb BBHICO-
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KOI1 JIETaTbHOCTBIO: 6e3 JeueHust 25% mnaiu-
€HTOB ymMupaeT B TeueHue 24 4, 50% — B Teue-
Hue 48 4. ENMHCTBEHHbII METO paAuKaIbHOMI
TMOMOILM — XUPYPruyeckoe BMeIlaTeIbCTBO B
YCJIOBUSIX CHEUaTU3UPOBAHHOIO OTAEIEHUSI.
[Tpu aTOM ycrex JeyeHUus1 HanmpsIMyIo 3aBUCUT
OT KayecTBa 1 OBICTPOTHI AUATHOCTUKHU 3TOTO
3aboseBaHusl. OqQHAKO MOIMMOPGU3M KIMHU-
YeCKMX MposIBIeHUI 1 Macok PAA vacTo npu-
BOIUT K AUArHOCTUYECKUM OIIMOKAM M HU3-
KOMY TPOILIEHTY TPWKU3HEHHOM NTHarHOCTH-
ku. Haubonee yacto oTMedaroTcsi KOpoHap-
HBIE W KEJIyIOYHO-KUIIEUHbIe KIMHUYICCKUE
Macku PAA, pexe — JIerouyHble, TTOYCUHBIC U
mepeOpasbHbIC. BOTBHBIX MTOCTaBISIOT B CTa-
IIMOHAp C JAWArHo3aMu: MHOApKT MHoOKapia,
OCTPBII  TTAHKPEaTHUT, ME3CHTEPUAIbHBII
TpoM0O03, HapylIeHNe CIIMHATBHOTO U MO3TO-
BOTO KpOBOOOpaIeHusI. B cBI31 ¢ 3TUM TIpen-
CTaBJISIET WHTEpEC CeAyloliee KIMHUIEeCKOe
HabJoeHKe.

Bonbhoii C. 43 net 25.09.2009 B 11:46 mmo-
CTYIUJI B BKCTPEHHOM TOPSIAKE B IPUEMHOE
otnenenue 'KB Ne 79 ¢ xxanobamu Ha 6osii B
BEPXHUX OTHIEJIaX KUBOTa, MPPaIUUPYIOIINE B
crnuHy, ciadocThb B Horax. [IpumepHo B 10 U y
MalyeHTa BHE3aITHO BO3HMKIIA WHTEHCUBHAS
00J1b B anuractTpuu, yepe3 10—15 MuH ocab-
JIM HUXKHUE KOHEYHOCTH, TMOSIBUJIOCh OHEME-
HUE HUXKHEU MOJOBUHBI TeJla OT YPOBHS MYII-
Ka. 3auKcupoBaHO TMOBBILIEHNE apTepUab-
Horo gaBieHus o 210/120 mm pt. cT. Tocniu-
TaIU3UpPOBaH C AWATHO30M: HapylleHue
CIIMHAJIbHOTO KPOBOOOPAILLIEHMS.

B anamHe3e rumepToHUYecKas 0OJIe3Hb C
20 neT, B TeyeHue nocaenHux 10 net perysp-
HO TIpMHMMAJ TUIIOTeH3MBHBIC IIPEIIapathl.
B 1991 1. mepeHec OTCIIOIKY ceTyaTKH, TTOCTIe
Yero sIBJsIeTCsl MHBAIUAOM | TpyImsl mo 3pe-
Huio. B 1996 r. orMevasicst CIIOHTAHHBII THEB-
MOTOpakKc. Y 0OJBHOTO KIIMHUYCCKU YCTAaHOB-
JIEH AuarHo3: cuHapoM MapdaHa (Meauko-
TeHeTU4YeCKOe HCCIeHOBaHWEe HE MPOBOIU-
jock). KpoMe Toro, cTtpamaeT MoueKaMeHHOI
0O0JIE3HBIO U SI3BEHHOU 0O0JIE3HBIO XKeJTyIKa.

IIpu TIOCTYIIJIECHUM COCTOSTHUE TSDKeEIloe.
TemocmoxXeHNE acTEHWYECKOE, KWJICBHMIHAS

nedopmanms TpyagHOU KieTkru. KoxXHble 1o-
KPOBBI OOBIYHOM BJIAXKHOCTU, JIUIIO TUIIEPE-
MUpPOBaHO. ATpoduyeckue cTpuu Ha Oeapax.
[TIepMOOUITBHOCTD, peKypBalis B KPYITHBIX
cyctaBax. [lymouynas rperka. loTudueckoe
HEOO. B erkux apixaHue Be3UKYJSIpHOE, XpU-
noB HeT. Yacrora geixanust 22 B 1 MuH. ToHBI
ceplia MPUTIIYIIeHBI, YaCTOTa CepACUYHBIX CO-
KpameHuit 98 B 1 MuH, apTepraibHOE daBJe-
Hue 180/90 MM pT. cT. 2ZKMBOT MSITKMIA, TIepH-
TOHEAJIbHBIX CUMIITOMOB HE BBISIBJICHO.
HeBponornueckuii cratyc: CO3HaHHE sIC-
HOe, peyb He HapylleHa. MeHMHreaabHbIX
3HAaKOB HeT. YepenHo-Mo3roBasi UHHEepBaLUs
B HOpMe. AMaBpO3 BCJIEACTBUE MepEeHECEHHOM
B 1991 . oTcnoiiku cetyatku. HukHss mapa-
TUIETUSI C HU3KWUM MBIIIIEYHBIM TOHYCOM, CYX0O-
KUJTBHBIE PeIIEKCH ¢ HOT HU3KWE, TOPIWI-
Hbl. [1aTOJIOrMYECKMX CTOIHBIX 3HAKOB HET.
Anecresus ¢ cermenra D,. Hapyiienne moye-

HUCITYCKAHWS T10 TUITY HeAe P KaHMUS.

B mpuemHOM oTneneHUM OOJBLHOW ObLI
OCMOTpPEH TepaIieBTOM, XUPypProM 1 HEBPOJIO-
roM. 3akiIiOUueHHE TepaleBTa: Ha MOMEHT
OCMOTpa JMarHo3 OKOHYATeJIbHO HE sICeH
(OCTpBIi TaHKpeaTUT? 000CTPEeHUE SI3BEHHOM
Oosie3HU Xeaynaka?). 3akKiloueHUe XUpypra:
JNIAHHBIX B I1OJIb3Y OCTPOM XUPYPrUYECKOM Mma-
TOJIOTUM HeET. 3ak/IoueHue HEeBpoJora: OocT-
poe HapyllleHUe CIMHAJIbHOTO0 KpOBOOOpallie-
HUsI, BEPOSITHO B apTepuM AnaMKeBUYA; HUXK-
HSIS Bsijlasl maparuierusi. B ¢BsI3u ¢ TSKeTbIM
COCTOSTHHEM OOJBHOI OBUT TOCTTUTAIM3MPO-
BaH B OJIOK MHTEHCUBHOI Teparmuu I HeBpo-
JIOTUIECKOTO OTIEJICHUS.

KnuHmaeckumii aHaIm3 KpOBU IIPH TTOCTYII-
nmeHun: neiikounTtos 17,5 x 10°/1 co caBurom
(opMyJibl BiaeBo (MueaouuThl 3%, MalIo4KO-
sanepHbie 16%, cermenTosinepHbie 61%, MOHO-
unutel 2%, mumbonntel 18%), reMormoGuH
130 r/n, spurpouuntsr 4,48 x 10'2/1, TpomM6O-
uuthl 254 x 10°/1, COD 10 MmMm/u.

OKI: cuHYyCOBBIf pUTM, HOPMaJIbHOE MOJIO-
JKeHUeE 2JIEKTPUUECKOi ocu cepaua, aubpaoys-
HbIe N3MEHEHUST MUOKap/Ia.
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VnbpTpa3ByKOBOE HCCIEJ0BaAaHUE OPraHOB
OpIOLIHOM TMOJOCTU: TPU3HAKU AUDDY3HBIX
U3MEHEHUI MOXKETyTOUHON XKeTe3bl.

buoxumMuyeckuii aHaau3 KpOBU: TJIIOKO3a
19,3 MMoOJIBb/71, TIeUeHOYHbIE (hepMEHTHI, OU-
JIMPYOUH OOIIUI U MPSIMOYA, KpEaTUHUH U MO-
YeBMHA B Mpeaenax HOPMbI. [uneprimkeMust
ObLIa paclieHeHa KaK MPOsIBJICHUE CTPECCOBO-
o CHUHIpOMa TUIEepMeTadoM3Ma—TrunepKa-
Taboau3ma.

Pentrenorpadus yepemna: TpaBMaTHUYECKUE
U3MEHEHUsT KOCTEel He OMpeaessiioTCs; Typell-
KO€ CeJI0 U COCYIMCTBI PUCYHOK CBOJA 4Ye-
perna 6e3 MaToJIOTUU.

Pentrenorpadusi rpynHoil KJIETKU: JIerod-
HbI€ T0JIs1 0€3 MaTOJIOTMYECKUX TeHel; KOPHU
CTPYKTYPHBI€E; CEpALE HOPMAJIbHOI KOHDUTY-
paiuu.

IManueHT ObLT OCMOTPEH OPTATBMOJIOTOM,
MpoBeleHa KOHCYJIbTallusl BbIE3IHOTO Heipo-
xupypra. 3akjouyeHue: CHUHaJIbHbIA WMH-
cynbT. PexoMeHIOBaHO: peHTreHorpadus
IPYIHOTO OTHeja MO3BOHOYHUKA (MpsiMast u
OoKOBasi MPOEKIMSI), MarHUTHO-PE30HAHC-
Hag ToMorpadus rpyIHOro OTAeJa I03BOHOY -
HUKa. B aKCTpeHHOM HEHpPOXUPYPruyecKoM
BMEIIIATEIbCTBE HE HYXXAAETCS.

HaznaueHo seuyeHue: Ba30aKTHBHBIE Tpe-
rnapaTbl, HEHPOTPOUKU, BUTAMUHBI, AHTH-
OMOTHKM, MPOTUBOOTEUHAsI Tepanwus, UHPY-
3uoHHast teparus (2200 mi/cyr), B-6mokaro-
pbl, cegaTuBHbIe TipenapaThl. Ha ¢oHe Tepa-
MUY COXPAHSJICS MPEXHUI HEBPOJIOTUYECKUI
NeUIUMT U XKaJloO0bl Ha YMEpEeHHble OOJU B
JKUBOTE.

C 6 4 cremyoLIEro THSI OTMEYaJoCh Mpo-
rpeccupylollliee CHUXEHUE apTepUajbHOTO
JlaBJieHUs 0e3 peaklIud Ha UHOTPOITHYIO MO/~
nepxky. B 7:10 Ha doHe cHUXXeHUs apTepu-
aJIbHOTO JaBJIeHUs 10 85/60 MM pT. CT. pa3Bu-
Jachk KoMma, audd@y3Has MbIlIeYHas TUIOTO-
Hus, apediiekcusi, 3payku y3Kue, 0e3 peak-
uun Ha cBeT. B 8:20 3aduxkcupoBaHbI
MPU3HAKU KJITMHUYECKON CMepTU, IUAHO3 JIU-
11a ¥ BEpXHEU MOJOBUHBI TyjJoBuUIlA. PeaHu-
MAalMIOHHbIE MEPOMNPUSATUS B TIOJTHOM O0BbeMe
He MPUBEJHU K MOJOXUTEIbHOMY 3D dEKTY.
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KiavHW4YecKnii TMarHo3: CIMHAJIbHBIA WH-
CYJIBT TI0 MIIEMHYECKOMY THITY, BEpOsSITHEE B
aprepun AnamkeBuda. OCJIOXHEHMS: OTEK
MO3Ta, IMCIOKAIMOHHbBI CUHIPOM; TPOMOO-
SMOOJMYECKUI CUHAPOM; OTeK Jjerkux. Co-
MyTCTBYIOIIIME 3a00JeBaHUs: paccianBarolas
aHeBpM3Ma TPYIHOIO OTAesia aopThi? aTepo-
CKJIEpPO3 aOpThl U KOPOHAPHBIX apTepUil; TH-
neproHnyeckas 6onesHs Il cranuu; ss3BeHHas
00JIe3HD KeJTyaKa BHE 00OCTpPEHUs; CUHIPOM
Mappana; MmouekaMeHHast 00JIe3Hb.

[Ipu maronoro-aHATOMUYECKOM HCCIIEI0-
BaHMU YCTAHOBJICHO: CMEPTh HACTyIUJa OT
pacciadBaloIieil aHeBPU3MbI aOpTHI C ITOpa-
JKeHUEM BOCXOMSIIEH YacTH, TyTU, HUCXOMISI-
IIeil YacTH, TPYIHOTO W OPIOIITHOTO OTIEIOB
o OndypKamu OPIOITHON aOpTH ¢ TTopaxke-
HHUEM MAaTrUCTPaIbHBIX BeTBeil (UYPEBHOTO
CTBOJIA, BEPXHEH 1 HIDKHEI OpbIKECUHBIX ap-
Tepuii, MPaBoOil U JIEBOI MOYEUHBIX apTepuii).
OOpa3oBaHWe MACCUBHOI BHYTPUCOCYAUCTOMN
reMaToOMbl OCJIOXKHUJIOCh Pa3BUTUEM OCTPOit
HWIIEMAW OPTaHOB OPIOIIHOM ITOJIOCTH, TTOYEK
W HIDKHUX KOHEYHOCTEeH (HEKpo3 XKelTyaKa,
MOJIKETYIOYHOM KeJe3bl, MHOXECTBEHHBIE
HEKpO3HI TIeYeHU, CeIe3eHKM, CeTMEHTapHbIE
HEKPO3bl TOHKOM WM TOJICTOM KMIIKH, 09aro-
BbI€ HEKPO3bI TIPaBOii 1 JIEBOI Mouek). [umo-
BOJIEMUYECKUI 10K (BbIpaKeHHas 0JIEAHOCTh
KOXHBIX TOKPOBOB M BUAMMBIX CIU3UCTHIX,
3aIlyCTeBaHUE KaMep cepala ¥ Marucrpaib-
HBIX COCYJIOB, OCTPOE 00I1ee MaTOKpPOBHE).

IIpuBeaeHHBIN KIMHUYECKUI MPUMED Je-
MOHCTPUPYET, 4To auarHoctnka PAA mpen-
CTaBJIICT CYILIECTBEHHBbIE TPYTHOCTH. CII0X-
HOCTh JAHHOTO CJIyyasl COCTOsIa B TOM, 4YTO
OOBIYHBIC METOIBI MCCIeAOBAaHMS (PEHTTEHO-
rpacusi, yIbpTpa3ByKOBOE UCCIIeI0BaHIE Opra-
HOB OPIOIIHOI MOJIOCTH) HE BBISIBIJIN M3ME-
HEHMI, KOTOpBIE MOIJIM OBl TTOMOYb B yCTa-
HOBJICHMHM TIPaBUJIBHOTO AuarHosa. Kpartko-
BPEMEHHOCTb TIpEOBIBAaHUS OOJNILHOTO B
cTallMoHape He MO3BOJIMJIA MCITOIb30BaTh 00-
Jlee MH(GOPMATUBHBIC THMATHOCTUYECKUE ME-
TOmBI (TpaHCTOpaKaJIbHAS MW YPECITUIIICBOI -
Hasg sxokapauorpadus, aoprorpacdusi, Mmar-
HUTHO-pE30HaHCHass ToMorpacdusi opraHoB
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rpyaHoii KjieTku). HecMoTpst Ha 3TO KIMHUKO-
aHaMHeCcTUYecKue aaHHbIe (cuHapoM Mapga-
Ha B aHaMHe3€e, OCTPOe Hayajao ¢ UHTEHCUBHO-
ro 0oJIeBOro MpucTyIna, ¢atajbHble HEKOPPU-
TMpyeMble TeMOAMHAMUYeCKHe HapyLIeHMs)
MO3BOJIWJIM TIPENNOJOXUTh HATUYUE Y OO0Jb-
HOTO paccjauBarolleil aHeBPU3MbI a0PThI.

TepameBTam, HeBpoJoraM U XUpypram He-
00XOIMMO 3HATh 3TMOMATOTeHETUYECKUE Me-
XaHU3Mbl U OCHOBHbIE KJIMHWYECKNE BapraH-
Thl CUMIITOMOKOMILIEKCA, Pa3BUBAIOIIEIOCS
MPU paccilauBarolleil aHeBpU3Me aOpThI, YTO-
OBl 00OecreunBaTh CBOEBPEMEHHYIO OUArHOC-
TUKY U CIELMaTU3UPOBAHHYIO XUPYpPTrUYec-
KYIO TIOMOII[b TAKUM OOJIbHBIM.
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Spinal Blood Dyscirculation as a Clinical Mask of Dissection
of Aortic Aneurysm in Patient with Marfan Syndrome

V.A. Anufriev, A.V. Yaroslavisev, N.Yu. Veksler, T.V. Anufrieva, and M.A. Prokofieva

We present a clinical case of rare complication of congenital disease: Marfan syndrome. Dissection of aortic
aneurysm with symptoms of acute spinal dyscirculation was a difficult diagnostic case. We demonstrate data of clin-
ical and instrumental examinations, as well as lab tests and autopsy data.

Key words: Marfan syndrome, dissection of aortic aneurysm, spinal blood dyscirculation.

Knurn U3aareabckoro xoaaunra “Armocdepa”

AbixaTesibHble paccTpoyicTBa U HapylweHusi cHa: llpakTuyeckoe pyKoBOACTBO.
ABTopsl C.J1. Ba6ak, J1.A. lony6ee, M.B. lopGyHOBa
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B npakTruueckoM pyKOBOJCTBE BIEPBbIE JOCTYITHO U3T0KEHBI OCHOBHbIE KU~
HUYECKHE BOIPOCHI PECIUPATOPHON COMHOJIOTUU. AHATU3UPYETCS OIBIT
MPEAIIEeCTBYIONINX UCCIEIOBAHUI U COOCTBEHHBIH OTBIT aBTOPOB, MIPEIOXKe-
HBI PAKTUIECKIE PEKOMEHIAIIAN TI0 TMarHOCTUKE U JICUCHUIO TBIXaTeITbHBIX
paccTpocTB B repron cHa. [TpemToXeHHbIe aITOPUTMbI IMATHOCTUKYI U KOP-
PEeKIMK MTPU3HAHBI Ha Tepputopun PD u 3amuineHs! maTeHToM Poccuiickoin
Depepanru Ne 2197893 “Crocob6 AMArHOCTUKU W KOPPEKIIMU PacCTPOMCTB
JIbIXaHus BO Bpems cHa” ot 23.05.2000 . 168 c., ui.

s nyabMoH010206, mMepaneemos, COMHOA0208, OMOPUHOAAPUH20A0208, CHOMA-
moa0208, 8payeil 0bulell NPaKmuKu.

UHdopmauuio no Bonpocam NpMoopeTeHnss KHUI MOXKHO NOJTy4UTb
Ha canTe www.atmosphere-ph.ru nnu no renedony (499) 973-14-16.
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