VI Mesicoynapoonas (76 Beepoccutickas) HayuHO-npakmuieckas KOH@epeHyus.
«AxmyanvHbie 60NPOCHL COBPEMEHHOU MEOUYUHCKOU HAYKU U 30PAB0OXPAHEHUS)

Epnynera // Poc. BeCTH. A€TCKON XUP., aHECTE3UOJIOTUH U peanumarojoruu. - 2014, -
Tom 4, Ne 4. - C. 92-108.

5. Mattias Soop. Challenges in Crohn’s disease: Intestinal failure and short
bowel syndrome in Crohn’s disease/ Mattias Soop // Seminars in Colon and Rectal
Surgery. — 2020. — P. 25-30

6. Predictors for short bowel syndrome in Crohn’s disease/ Simon Vaillant,
Lucas Guillo, Niasha Michot, Ferdinando D’ Amico, Adeline Germaine, Silvio Danese,
Cédric Baumanng, Héléne Rousseaug, Didier Quilliot, Laurent Peyrin-Biroulet //
Digestive and Liver Disease. — 2020. - Ne52. — P. 1455-1460

VJIK 616.12-008

Bapaunkun E.N., Xapaosa A.IL., Tpynosa I0.A.
KJIMHUYECKUHA CJIYYAU BBICOKOM JIETOYHON T'MIMEPTEH3MU Y
PEBEHKA C CUHAPOMOM HYHAH U AE®EKTOM
MEXIPEJICEPJIHOM NEPETOPOJKH
Kadenpa nonmuxnuanueckoit neguatpuu u neauarpuu OIIK u 11
YpalbCKuil TOCYIapCTBEHHBIN MEIUIIUHCKAN YHUBEPCUTET
ExarepunOypr, Poccuiickas ®@enepanus

Varankin E.l., Kharlova A.P., Trunova Yu.A.

CLINICAL CASE OF HIGH PULMONARY HYPERTENSION IN A CHILD
WITH NOONAN SYNDROME AND ATRIAL SEPTAL DEFECT
Department of outpatient pediatrics and pediatric postgraduating training

Ural state medical university
Yekaterinburg, Russian Federation

E-mail: varevg@gmail.com

AHHoTaums. B crarhbe npecTaBiIeHo ONMMCaHUe KITMHUYECKOTO ciryJas aedekra
MmexrnpencepaHon neperoponaku (JAMIIII) y pebenka 14 net ¢ cunagpomom Hynan,
MIPOTEKAIOIIETO C BBICOKOW JIETOYHOW TrunepreH3uer. OnucaHbl HEOJHOKPATHBIE
peunaBbl HEAOCTATOYHOCTH KpOBOO6paH_[€HI/I$I, CIIOXKHOCTH MCEAUKAMEHTO3HOTO
JICUCHU .

Annotation. The article describes a clinical case of atrial septal defect in a 14-
year-old child with Noonan syndrome with high pulmonary hypertension. Repeated
relapses of circulatory insufficiency, the complexity of drug treatment are described.

KuarwueBsle cioBa: cunpom HyHan, gedext MexnpeacepIHoN Neperopoiku,
BBICOKaAA JICTOYHAA THIICPTCH3UA.

Key words: Noonan syndrome, atrial septal defect, high pulmonary
hypertension.
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Cunapom Hynan Bctpeuaercst ¢ yactoto 1 Ha 1000-2500 HOBOPOKIEHHBIX.
DEHOTUIINYECKH JIeTH X0k ¢ cuHapoMmoM lllepemeBckoro—TepHepa, HO B OTIUYUE
OT TIOCJICJAHETO0 HMMEIOT HOPMaIbHBIM Habop XpoMocoM (46XX wm 46XY).
3a0oeBaHue BCTpeUaeTcs y MaIbUMKOB U Y JIeBoUeK [1].

BoapmMHCTBO MallMEeHTOB HMMEIOT BpOXKIEHHbIM mopok cepana (BIIC) —
HamboJIee YacTo CTEHO3 JIETOYHOU apTepuH, TUrepTpoGUIecKyto KapJAMOMUOIATHIO.
Taxxe cuHapom HyHaH MOXKET accoUMHUpPOBATHCS C JIETOYHOW apTEpHUATBHOM
runepTeHsuei. [2, 3, 4].

[Iporno3 cungpoma HyHaH OTHOCHTENBHO JKU3HM OOJBHOTO OOBIYHO
OnmaronpusTHbIA. bBoNbHBIE MOKHBI MPOXOAUTH PETYISIpHOE OO0CIEeTOBaHHE Y
CHEUUATNCTOB PA3JIMYHOTO MPOQUIIs, TITABHBIM 00pa30M y KapJuoJiora, ypoJiora uin
aHJpoJiora. JTO MO3BOJISIET BBIABUTH BO3MOXKHBIE OCIIOKHEHUs cuHapoMa HyHan Ha
paHHUX dTanax W Ha4yaTh UX CBOEBPEMEHHYIO Tepanuto. HebmaronpusTHbI MpOrHo3
COCTOUT B TOM, YTO IMOCJEACTBUS BIUSHHS HA CEPJCUYHO-COCYIUCTYIO CUCTEMY MOTYT
OBITb HEOOPATHUMBI.

Heab ucciaenoBanusi — Ha KIMHUYECKOM IPUMEpE MOKa3aTb OCOOEHHOCTHU
TEUYEHUS BPOXKICHHOTO TTOpOKa cepia y pebeHka ¢ cunapomoM HyHaHn u TpyHOCTH
JICYEHUS BBICOKOM JIETOYHOU TMIIEPTEH3UU.

MarepuaJjbl 1 MeTOAbI UCCIIET0BAHUS

[IpoBeneH peTPOCNEKTUBHO-TIPOCIIEKTUBHBIA aHAIN3 MCTOpUU  OOJIE3HU
MalMeHTKU ¢ cuHApoMoM HyHaH, BpOXKACHHBIM IMOPOKOM cepiia — JaedexroMm
MEXIPEACEPAHON  MEPETOPOAKH (IMIIII) wu J5eroyHoil  ruUNEpPTEH3UEH,
TOCIUTAIM3UPOBAHHON B KapauopeBmatosorunueckoe otaenenue (KPO) nmerckoit
ropojackoi kiuHudeckon 6onbHUIE (JII'KB) Nell r. ExarepunOypra.

Pe3yabTaThl HCC/IeIOBAHMS M UX 00CYKIeHHE

Hesouka A., 14 ner, moctymwia B KPO JITKb Nell ¢ xamobamu Ha
YTOMIIIEMOCTD, TUIOXYIO NMEPEHOCUMOCTh (DU3NYECKON HATrPpYy3KHU, OJIBIIIKY B TTOKOE U
pu GU3NUECKON HArpy3Ke, METEOUyBCTBUTEILHOCTD.

AnamHe3 3a0oJeBanus. Pebenok Habmo1aeTest y KapAuoJora 1 KapImoXupypra
¢ nuarHo3om: Bwicokas nmerounas runeprensus, I dynkunonansaeii kinace (OK).
BIIC - ¢pyukmuonansno enunoe npeacepaue (6omnpimoi Bropuyunsiii JIMIIIT 20 mwm).
Junatanusa npaBbelX Kamep cepauna. TpukycnupanbHas peryprutanms Il crenenwm.
Hapyuienne cepieyHoro purMa: KeIyJOYKOBash HSKCTPACHCTOJMS, KOPOTKHE
MapOKCU3MBbI KEJIYJJOUKOBON TaXWKapIuu, MojiHasi OJoKajga MpaBOl HOXKKHU ITydyKa
I'nca. Hegoctatounocts kpoBooOpamieHusi (HK) IIA-b no Crpaxecko-Bacunenko-
Jlaury. HI-IV ®K no NYHA. Cungpom HyHnaH, cuHapomanbHass HU3KOPOCIOCTb.
Kudockonnos.

BpoxkaeHHbI TIOPOK CEpALIA BBIABIEH C pOXAcHUSA: BTOpuuHbIM JIMIIII,
OTHOCUTEJILHBIN CTeHO3 JierouHoi aptepuu (JIA), runeptpodus mMuokapaa JEBOTO
xemynouka (JIK) 6e3 obctpykuun. Habmonanace y kapamosora U KapaIuoxXupypra.
OT omepaTWBHOTO JIeYeHHUS MaTh pPeOCHKA OTKa3bIBajach. B JedeHMH cepiedyHOn
HEJIOCTaTOYHOCTH MOJTyYasia KaloTeH, THIOTHA3HI.
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[locne KoOHCynbTallMM TEHETMKAa HAa OCHOBAaHMU (PEHOTHMA: HU3KUU POCT,
KU(POCKOJINO03, BEICOKUH JI00, TpyOble YepThl JIMIlA, TUIIEPTEIOPU3M TIIa3HbBIX IIETCH,
rotuyeckoe He6o, Hamuuus BIIC - dyHKIMOHATBHO €IMHOTO Tipeacepaus (00IbIIoro
BropuyHoro JIMIIIT 20 mM) ycTaHOBJIEH AMarHo3 — cuaapom HyHaH.

B Bospacte 6 ner nmo manubiM Ix0-KI' — cyOroTanbublii BTopuuHbii JIMIIIT
IUaMeTpoM 2,8 cM, IujaTalus NpaBbIX KaMmep CEpJlA, PACUETHOE CHCTOJIAYECKOE
nasineHue B npaBoM kenypouke (CHIDK) — 90 Mm.pT.cT, TpUKycCHUAAJIbHAS
peryprurauus II-III crenenu, nerounas runeprensus (JII') 11l crenenun. [IpoBenena
aHruorpadgusi ¢ WHBA3MBHBIM MOHHTOPHUHTOM JaBiicHUsS B JIA — TpW JbIXaHHUH
KHCJIOPOJOBO3AYIIHOM CMEChI0O W TMpU JBIXaHUM OKCHUIOM a30Ta BbIABJICHA
napajoKkcajibHasi peakiusi CcocyJoB Majoro kpyra kpoooOpamenus (MKK),
HapacTaHue nasiicHHs B JIA, HacellleHHe apTepUAIbHOW KPOBHM KHCIOPOJOM Ha
NpOTSHKEHUHM  Bcero  uccienoBanus  68-81%. IlpobGa moxaszana  BBICOKYIO
PE3UCTEHTHOCTh COCYJIOB JIETKHX K Ba30uiIaTaTropaM, HaJu4he BEHO-apTepUaIbHOIO
copoca kpoBu. YuuthiBags Haimuuue Bbeicokor JII,  pedpaxrepHOil K
MEJIMKAMEHTO3HOMY JICUECHHUIO, HaJu4Me CTOMKOM JAecaTypaluu, MapagoKCaIbHOU
pEaKkIMM COCYJOB JIETKMX — OIIEpPaTUBHOE JIEUEHHWE HE IIOKa3aHo. B jedeHuu
PEKOMEHI0BaHbl KallOTEH, TUIIOTHA3U, BEPOLIIUPOH.

B Bospacte 9 ner B cBa3u ¢ aekomneHcanner HK mocne mnepeneceHHOM
MTHEBMOHUHU TPOBEJICHA KOPPEKLHUs Tepanuu: HazHadeHbl AUrokcuH, Tpombo ACC,
KarnoTeH, TUIOTHUA3H]I, BEPOILITHPOH.

B Bospacte 11 ner B CTalMOHApHBIX YCJIOBUSIX Ha3HAYEH WHIHOHUTOP
dbochonudcrepazel 5 - cunaeHabun ¢ nosoxuTeabHbIM Addexktom (CHIDK mo
Tepanuu 95 MM.pT.CT., mocie — 75 Mm.pT.cT). XM-OKI' BBIABHIIO KEITYJOUYKOBYIO
AKCTPACUCTOJINIO, KOPOTKHE MapOKCU3MBbI KEIYJOUKOBOW TaXUKapJUU, K JICUECHHUIO
no6asJieH B-aapeHo0sokaTop - areHoJoi1. Yepes 7 MecslieB ocie rocnuTain3anum, B
IITKOJIE HA yPOKe y peOeHKa MOsSBUIIach pe3Kasi ci1abocTh, JAaBsias 00Jb 3a TPYAUHOM,
onpimika B mokoe, o CMII 6sima gocrasiena B8 KPO JII'KB Nel 1. IIpu noctymienun
COCTOSIHME paclieHeHo, kak Tsbkenoe, 3a cueT HK 2b na done BIIC. IlpoBenena
KOPPEKIUS T€panuyd — OTMEHEHbBI TUIIOTUA3U U BEPOIINUPOH, HA3HAYEH TPUAMITYD,
Ha ¢one neuenus npuszHaku HK ymenbmmmucs no IIA cr. ITlocne BbImucku
HaOmonanach y kapauosora. Ilocemana mkony (moOupanack M BO3Bpalllajiach Ha
MaIlliuHe).

[lepronyueckn OTMEYANIOCH YXYILIEHUE COCTOSTHUS B BUJE OJBILIKH, CIa00CTH,
YCUJIEHUS] yTOMIIIEMOCTH, 3MU30/10B YYAIIEHHOTO CepALleOUEHHU s, CHUKEHUS TNy pe3a.
[Tonydyana Tepanuio: MOHOMNPWII, TpUaMIlyp, TpomOo Acc, TUTOKCHH, CHIeHA(uI,
aTeHoJoJ, ypcocat. [loBTopHO 00cieioBaHa B OTAEIEHUH IETCKON KapAUOXUPYPrUu:
YUUTBIBasE BbIpaKeHHOCTh JII', HEBO3MOXXHOCTh HCKIIOYUTH Mepudepudeckoe
CTEHOTHYECKOE mnopaxeHue aprepuanpHoro pycina MKK, koppexuus [IMIIII
IIPOTHUBOIIOKA3aHA.

B Bo3pacte 14 ner BHOBb yXYIUIEHHWE COCTOSIHUS B BUJIC OJBIIIKH, JaBSIICH
6omu B rpynHoit kietke. Haznauena JIAI -cnenuduueckast Tepamnusi 603€HTaHOM O]
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KOHTpOJIEeM TMeyeHouHbIX npo6. Iloctynuia B oTaeNneHuE IUIAaHOBO [UJISi OIEHKU
3¢ (PEKTUBHOCTU U KOPPEKIIUH TEPAIIUU.

N3 anamHe3a *ku3HHU: peOEHOK OT V OEpeMEeHHOCTH, NMpOTEKaBIIe Ha (oHe
yIpo3bl IpepbIBaHus B 22 Henenu, recro3a, anemun. Poael 1. [lpu poxxnennn macca
tena 3 910 r, gnuHa tena 54 cm. Onepanyu U TpaBMBIL: B 2 MecCsIla — ONEpPaTUBHOE
JeYeHUe-yJaJIeHHe TEeMaHTMOMbl B O0JacTH IIed. AJUIeproaHamHe3: CIIOKOEH.
HacnencTtBeHHOCTD HE OTATOIIEHA.

Oo6wextuBHbIN cTatyc: poct 115 cm (1 kopumop), Bec 21,8 kr (4 kopumop).
®duzuveckoe pa3BUTHE OTCTAET OT MACHOPTHOTO Bo3pacTa. MophodyHKIIMOHATBHBIN
cTaTyc pe3ko aucrapmMoHW4HbIN. t°= 36,6 C, AJ] mpaBas pyka 83/44 mm pr.cT., AJ]
neBas pyka 80/45 MM pT.CT. — apTepualibHas TUTTOTCH3US.

CocTostHME CpelHEl CTENEeHW TSKECTH, 3a CUET JITOYHOM TUIEPTEH3UU H
reMoJIuHaMuueckux HapymieHuid. Co3HaHue sicHoe. 3eB crokoeH. ['oTrudeckoe HeOO.
3y6n1 kapuo3nbsie. KocTHoO-cycTaBHas cucrtema: Trpyoblidi kudockonnos. ['pynHas
KJIeTka JedopMHpOBaHAa — «CEepJEUHBbI TOpO», MoxojKka HapyiieHa. HemomHoe
CMBIKaHHWE BEpPXHEr0 Beka JieBoro riasza. Koxka QU3nonoruyeckol OKpacku,
onpenensiercs Auddy3HasT MPaMOPHOCTh, IIMAHO3 HOCOTYOHOTO TpPEYroJIbHUKA B
nmokoe. KOHEUHOCTH XOJIOAHBIE HAa OLIyNb, NPU3HAKA XPOHUYECKON THUIIOKCUU -
«4acoBble CTeKIay. [10aKOKHO-)KHUPOBOM CIIOM pa3BUT HeaocTaTo4yHO. [lluToBHaHAs
xKeneza He nansnupyercs. HocoBoe npIXaHWe HE  3aTPYJHEHO,  OJbIIIKA
MHCIIUPATOPHOTO Xapakrepa B mokoe. YJ[ 25 B MMH., ayCKyJIbTATUBHO: JbIXaHHE
BE3UKYJISIPHOE, IPOBOJIUTCA BO BCE OTAEIIBI, XpUIIOB HEeT. O0NacTh cep/a U3MEHEHa,
I'PaHULIBI Cep/Ila pacCUIMpeHbl B 00€ CTOPOHbI. BusyanbHO onpenensercss cepaeyHbli
TOYOK. BepXyIlIeuHblil TOYOK pa3iauTol, onpenensercsa B V Mexpedepbe Ha 2 cM
KHapy’kd OT CPEOHEKIIOYMYHOW JIMHUU CieBa. TOHBI cepauna sCHbIE, PUTMUYHBIE,
akieHT BToporo ToHa Bo II mexpebepne cneBa ot rpyaunbl. YCC ctost 114 B MuH.,
UCC nexa 108 B muH. CpegHell ”THTEHCUBHOCTH CUCTOJIMYECKUI IITYM Ha BEPXYIIKE
cepara, BIOJb JIEBOr0 Kpas IpyAuHbl. JKUBOT MATKHM, HE B3IyT, 0€300€3HCHHBII.
[Teuens yBenuueHa, BHICTyNAET U3-T10]1 peOEpPHOIM AYTH Ha 3 CM IO CPETHEKITIOUNIHOM
nuHun, Ha 4,5 cM 1o cpeauHHON nuHuM. [lacto3HocTh ronenedt u crom. Cryn
€KeTHEBHBIN, 0()OPMIICHHBIH, TUYyPE3 aJeKBATHBIN.

JlanHbple 0OcneqoBaHus.

1. KOK-MB - 18,0 EI/n — nopma, JIAI'1,2 — 188 EJI/n - BbIIE HOPMHI,
Tpononun I — 0,017 mkr/n - Hopma, BNP 4277 mr/mit- 3HauuTeIbHO MOBBILIEH.

2. OKT - CunycoBslii put™ 68-69/MuH. briokana npaBoit HOKKHM Tydka ['nca.
BelpaxkenHass runeptpoduss MpaBoro  kenynodka. M3mMeHeHue  mpoleccoB
penoNspu3alMKu KeIyAO0UKOB. 3apeructpupoBanHa oanHouyHasa JKO. B oprocraze —
PUTM CUHYCOBbIN 71-73/MuH.

3. 9XO-KTI' - KJIP 30 mm (HopMma), KCP 17 MM (Hopma), @B 70% (Hopma), ©@C
40% (mopma), MXKII 10-12 mm (yBenuuena), 3CJIK 6,6 MM (HOpma). 3aKiItOUEHHE:
BIIC: Oompmoit Bropmunbii JIMIIIT 20-22 MM, pacmmpeHue MpaBbIX Kamep.
['uneptpodusi Muokapja MpaBOro >KeMyaodKa, TpUKycnuaaabHas peryprutamus I
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crenenu. CHIDK 105-110 wmm.pr.ct JAIDK 40-45 wMMm.pT.CT., MHUTpaibHad
peryprurtanus | creneHu.
4. XM-3KI" — CunycoBbIii pUTM B T€UEHHE BPEMEHU HAOIOJICHUS CO CpeaHel
YCC 78/mun. AB mnpoBeigeHue B HOpMe. 3aperuCTPUpPOBAaHA KEIIyJOYKOBAs
AKTOMUYECKass aKTUBHOCTh B BUJIE OAMHOYHBIX IKCTPACUCTOJ B KOJUYECTBE 52 B Hac
(uHAekc skTonuueckoi akTUBHOCTH 1%). Penkas HamkenmymnodkoBas HSKTONMUYECKas
AKTUBHOCTb — OJMHOYHBIE IKCTPACUCTOJBIB B KosinuecTBe 16 B yac. Cpeanuit QTc 3a
cyTku 472. 3naunrtensHoe yauHenue uateppaina QTc B Teuenue 31 MUHYTHI.
5. Pentrenorpadust OI'K — Tens cepana paciimpena ¢ 2X CTOpPOH, paclIupeH
cocyauctslii my4yok, KTU 70% (puc. 1).
o

Puc. 1. Paciimpennas TeHp cepana Ha pEHTT€HOTPaMMe I'PYAHOU KIETKH

6. TecT 6-MuHYTHOM XOABOBI — MpOIIEHHOE paccTosiHue 162 M, npusnaku XCH
III @K, crenenp oxpiiku 1o bopry — 4 creneHu. PaboTocnocoOHOCTh BO BpeMs
x01160bI 7998 [k, ¢ 4 MuH. 20 ¢ — yCcTanocTb.

Ha ocHoBaHuu >ano0, AAHHBIX KIMHUYECKOTO OCMOTpa, JIaDOpaTOpPHBIX U
MHCTPYMEHTAJIBHBIX MCCICAOBAHUM KIMHUYECKUW JHarHo3: Beicokas merounHas
runeprensus. [l ®K. BIIC - ¢ynkuonansHo emuHoe mpencepaue (OOIbIION
BropuuHblil [IMIIII 20 mm). Junatanus npaBbix KaMep cepaua. TpuKycnuaaabHas
peryprutanus II-111 crenenu. HK ITA-b no Ctpaxecko-Bacunenko-Jlanry. III-IV ®K
o NYHA. Hapymienue cep/ieuHoro puTma;: )Keya04KoBasi 3KCTPACUCTOUS, KOPOTKUE
MAapPOKCU3MBI JKEIyJT0YKOBOM TaxUKaApJUH, MOJHAS OJOKaja MpaBOMl HOXKHM My4yKa
I'uca. Cunapom HyHaH, cuHapomanbHast HU3KopociocTk. Kudockommos.

C yd4eToM MOJYYEHHBIX PEe3yJbTAaTOB JIAOOPATOPHBIX UM HHCTPYMEHTAJIBHBIX
MCCJIEI0BAHNM, KIIMHUYECKHUX JIaHHBIX MTPOBEJICHA KOPPEKIUs Tepanuu: bo3eHTan no
125 mr*2 p/cyt. BHyTpb, cungeHadun no 15 mr*4 p/cyr., nurokcun (0,25 mr Tab.) no
Y4 1a0.*2 p/cyt., MmoHompua (1 Tab.- 20 Mr.) o 5 Mr*2 p/cyT., BEpOIIIUPOH 0 25 MT
1 p/cyT., Topacemun 5 mr yrpom, Tpom6o ACC 1o 50 mr 1 p/cyT., arerosnon (25 Mr
tab.) mo 1 tab. 1 p/cyT.

[Tocne rocnuTamu3aluMyd PEKOMEHJOBAHO JalibHEiIIee amOyJIaToOpHOE
AMHAMHYECKOe HAOII0ACHUE MAUEHTKHU IETCKUM KapUOJIOTOM.

BoiBoabI:
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1. XoTs B LIeTIOM MPOTHO3 Ui AKU3HU NIpU cuHJpoMme HyHaH OnaronpusiTHbIM,
OH HampsIMyI0 3aBHCUT OT CBOEBPEMEHHOCTH IPOBOAUMBIX CHMITOMATUYECKHUX
MEPONPUATUN — KOPPEKLIUH MIOPOKOB CEP/ILIa U IPYTUX HAPYIICHUI.

2. Peructpupyemas y peO€HKa BBICOKAs! IETOYHAs TUTIEPTEH3US MOXKET OBITh Kak
CJIEACTBUEM HaJM4YUsl CBOEBPEMEHHO HeKoppurupoBanHoro BIIC, Tak 1 KTMHUYECKUM
IPOSIBJIEHUEM, ACCOLIMMPOBAHHBIM ¢ cuHApoMOoM HyHaH.

3. PedpakrepHOoCTh K MPOBOAMMON TEpamuu XPOHUYECKON CepIedHOM
HEJOCTATOYHOCTA W JIETOYHON TUIIEPTEH3UH, SBISETCS CEPbEe3HOM MpoOaeMoil u
MOJKET OBITh MPETUKTOPOM HEOIArOMPHUATHOTO MPOTHO3A Y MAIUEHTA.
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