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B cTraThe Ha OCHOBAHUM IJIUTEIHHOTO KIMHIUECKOT0 HA0MI0AeHUA pedeHka ¢ MyKoaunuao3om (MJI)
II Tuna nmpencraBiieHO pa3BUTHE MHOTO(aKTOPHOI Jerounoi runeprenssuu (JII'), acconuupoBanHoi
c runokcemueii. IlpuBenensr JaHHBIE TUTEPATYPHI, KACAIOUIUECT dTHOJOTHY, TATOTEeHe3a, KINHIYe-
CKOIl CMMITOMAaTUKH!, METOJOB JUATHOCTHKH, cOBpeMeHHOro JjeueHus MJI. Onucanpl pe3yiabTaThl

o0ciIeqOBaHNS NMaLeHTA B ITMHAMUKE, Te4eHNne 3a001eBaHNd, HA3HAUeHHA s TePaIusI U OTBET Ha Hee.
O6ocHOBEIBaeTcAa cBA3H pa3sutud JII' ¢ rumoxkcemMueil u JIerouHoil rUNoNJIasueil, mporpeccueii MHO-
JKeCTBEHHOTO0 JM30CT03a, B T.4. JHIEBOr0o AU3MOP(MU3Ma U TOPAKAJIBHON AUCILIA3UH, y NAEHTOB C
MJI. B axropurm o6caemoBanusa mamueHToB ¢ MJI ciegyer BKIIOYATH KOHTPOJBb YPOBHA CATYPAI[MU
KHCJIOPOa M JAaBJEHHS B JIETOYHOH apTePHHU C I[eJbI0 CBOEBPEMEHHOH TMATrHOCTUKN M Tepannu
runokcevun u JI'.
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MUKOLIPIDOSIS TYPE II AS THE CAUSE OF PULMONARY
HYPERTENSION IN CHILDREN
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Thearticledescribes the development of multifactorial pulmonaryhypertension (PH)associated with
hypoxemia on the basis of a long-term clinical observation of the child with type II mucosolipidosis
(ML). The literature data on the etiology, pathogenesis, clinical symptoms, diagnostic methods,
modern ML treatment are presented. Results of patients’ examination in dynamics, disease course,
prescribed therapy and response to it are described. The study substantiates the connection of
PH development with hypoxemia and pulmonary hypoplasia, progression of multiple dysostosis,
incl. facial dysmorphism and thoracic dysplasia in patients with ML. The algorithm for examining
patients with ML should include monitoring of oxygen saturation and pressure in the pulmonary
artery in order to timely diagnose and treat hypoxemia and PH.
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Kpurepuem Haauuyums JerOUYHOU THUIIEPTEH3UU
(JIT') npu 3a601eBaHUAX JIETKUX, KAK U IPU APYTUX
Bapuantax JII', ABIAeTcA IOBBIIIEHUE CPEIHEr0
maBJeHUs B JierouHoil aprepuu (JIA) B ycaoBusx
MOKosA BbIIIe 25 MM pT. cT. (Hopma 9-16 mMm prT.
CT.), JIU0O TIOBBIIIIEHNE CUCTOJUUYECKOTO JaBJICHUSA
JIA (CHJIA) Boeimie 30 mm pr. ct. [1, 2]. CorsacHo
HOBOHM maroreHeTmueckod Ilamamckoil KJjaccu-
durkanuu JII', meguaTpmueckoit paboueil TPYIIIIBI
WNHcTuTyTa ndydyeHus 3a60JIeBaHUI COCYIOB JIETKUX
2011 r. smecto TepmuHa JIT' mpemaraercsa TepMuH
«TUIEePTEeH3UOHHAs CcOoCcyAucTas O0Jie3Hb JIETKUX
y nmereii», Bbiiensdercsa 10 KaTeropuii ee IpUYMH,
onHa u3 KoTopbIx (7-5) BKJIOUaeT B cebs 3aboseBa-
Hud gerkux [3]. Ipyras kiaccuduKanusa pecuupa-
TOPHBIX 3a00JieBaHUIl, NPUBOAAIINX K PA3BUTHUIO
JIT' u merounoro cepxaita (JIC), mogpasgenseTr ux Ha
MapeHXnMMaTO3Hble U BbI3BAHHbIE BHEJETOYHBIMU
dbaxTopamu (0OGCTPYKTHBHBIE 3a00J€BaHUA BePX-
HUX [OBIXaTeJIbHBIX IIyTell, BPOKIEeHHBIE IOPOKU
pa3BUTUA OPOHXOB, HEHPOMBIIIEUHBIE U TOPAKO-
nuadparmanbHble aHomanuu) [4]. B To ke Bpems
onuoit m3 mpuuuH JII' BciaemcTBHe THIOKCEMUU
MOKeT ObITh, KaK MOKas3ajau Halllu HaOJIoJeHusd,
JINIIeBOY AU3MOPMUEM U JIerouHas TUIOIIA3ud,
umemwInue mecto npu mykosunugose (MJI), xors Hu
B TOU, HU B Apyrou Kjaaccupuramuum MJI He pury-
pupyeT cpeau 3aboJieBaHUI, COIPOBOKIAIOIUXCS
JIT', BUAMMO, B CUJIY PEIKOCTHU STOTO OCJIOKHEHU,
160 MaJIOrO YKCJIa ONMCAHUIMA.

CorsiacHo coBpeMeHHOI Kjaccudpurarmum, MJI
IIpeCTaBJIeHbl IByMs TUIIamMu 3aboJsieBaHus — MJI
II (I-xkmerounas 6ose3rb) u MJI III tTumos (OMIM
252500). ITocnemuuit moapasmesnsgeTcsa Ha aBa MOJ-
tunma — MJI IIIA (miceBmorypJiepmouauCTPOPI)
u MJI ITIC. MJI II u III TumoB 00ycCJIOBJIE€HBI MyTa-
nuamu reaoB GNPTAB u GNPTG cooTBeTCTBEHHO,
Koaupyooimux ¢epMmeHT N-ameTuIraoKo3aMuH-1-
dochorpanchepasy (EC 2.7.8.17)[5]. Ten GNPTAB
JIOKaJIN30BaH Ha MIMHHOM ILJleue XPOMOCOMBI 12 B
aokyce 12q23.3, rent GNPTG — HA KOPOTKOM ILIeUe
xpomocoMsI 16 B sokyce 16p13.3 [6, 7].

MJI II Tuma 6wl BmepBble ommcaH B 1967 r.
neguatpamu J. Leroy u R. Demars, mHacienyercs
110 ayTOCOMHO-pelieccuBHOMY Tuity. CBoe HasBaHUe
(I-xseTounas 6GoJie3Hb) 3a00J€BaHUE MOJYUUJIO OT
cjaoBa inclusion — BKJIOueHHe, KOHCTATUPYIOIee
obHapysKkeHe y 60JbHBIX B (pubpobactax, JumM@po-
IIUATaX, TemaToluTaXx U APYTUX KJIEeTKax HeoObIu-
HBIX ITUTOILJIa3MAaTUYECKUX BKJIIOUEHUH, COCTOS-
mux u3 (pparMeHTOB COeJUHEHUN TJIMKO3aMHHO-
IIPOTEOTJINKAHOBOI WJIM TJIMKOJUIIUIHON TPUPOABI
[8-10]. B ocuoBe matorenesa MJI jexXut Hapy-
menre (ochopUIUPOBAHUSI MAHHOSBI BCJIEACTBUE
mederta depmernta N-ameTUITrIOKO3aMUHUI-]1-

docdoTpaHchepassl, KOTOPBIN KaTaJIUu3UPYeT COOT-
BETCTBYIOIIIYI0O peakKInio. B pesyibraTe Hapyilie-
HUA (pochopuanpoBaHUsa MaHHO3bI He o0pasyercs
MaHHO030-6-dochar, OCTAaTOK KOTOPOTO SBJSETCS
CUTHAJbHBIM MapKepoM Ha JM30COMHBIX (hepMeH-
TaxX TJIMKOIPOTEMHOBON IIPUPOALI U HEOOXOIUM
IJIsI TPAHCIIOPTA JIM30COMHBIX (hepMEHTOB OT MecTa
WX CHUHTEe3a B OSHAOIJIA3MATHUYECKOM PETUKYJIyMe
BHYTPh JU30COM. AKTHUBHOCTH ()ePMEHTOB PE3KO
CHUKeHA B KYJbTUBUPYEMbBIX (hubpobiacTax 1 3HA-
YUTEJBHO yBeJnUYeHa B KYJIbTYPaJbHON KUAKOCTHU
U CBIBOPOTKE OOJIBHBIX, UTO MOJYUYMJIO Ha3BaHUE
«Cepo-IeJLIIoNAPHbIN mapagoke» [11]. IIpu marto-
JIOTOAHATOMHUYECKOM HCCJIeJOBaHUU OOHApPYyKUBA-
IOT YTOJIIIeHNe KJAIlaHOB cepilia, MHMPUIbTPAIIAIO
MUOKap[a BaKyoJU3UPOBaHHBIMU (huOpobacTaMu
u nposudepanuio COeIUHUTENbHON TKaHU CTEHKU
aoptel [8—10].

BonesHs xapaxkTepusyeTcs IPOTpPeIueHTHBIM
TeuenueM. Manudecrupyer MJI II Tuna c poxne-
HUA WJIN Ha IePBOM roxy KusHu. [Ipu poKaeHUU
y OOJBHBIX neTell oOpalaroT Ha ce0sd BHUMAaHUe
HUBKUI BeCc W POCT; B JajbHEIIeM, KaK IIPaBU-
JI0, KO BTOPOMY T'OAY KU3HU HAOJIOJaeTCs MOoJIHAas
ocTaHOBKA pocra. KiuHuuecKkue nmposBaeHus 3a060-
JleBaHUsS BKJIOUAIOT B cebA rpyOble UepThl JIHUIIA
IO TUIIY «TaprouauaMa» (IypJep-mono0HbIi (heHo-
TUI, BKJIIOYAIOINI BRICTYyIIAOIMe JIOOHBIE OYI'DHI,
OTeUYHble BEKHU, SIHUKAHT, 3aIlaBIIVIO, IITHUPOKYIO
IIepeHOCUIly, KOPOTKUII HOC, THIEPILIa3uio0 TeceH,
MaKpPOIJIOCCHUI0); HAPYIIeHUA KOCTHON CUCTEeMBI
(kudockoamos3, Kudos, KOJOKO0JI0OO0pasHas TPYA-
Has KJIeTKa, BPOKIEHHBbIe IIepPeJoOMbl KOcCTeil,
BPOXKeHHbIe BHIBUXM T'OJIOBKHU ILjieya/Oenpa, IIpo-
rpeccupymoIiiag TYTOoIOJBUKHOCTh OOJBIINHCTBA
CYCTaBOB); U3MEHEHUA OPTaHOB OPIOIITHOI IIOJOCTHU
(rpBIKM — IYNOYHBIE, IAX0BLIE, OeApeHHbIe, 6eIoit
JUHUY JKUBOTA; TeNaTOCIJeHOMEerajaus); IIaTo-
JIOTUIO CePAEUYHO-COCYIUCTOH cucTeMbl (0OCTPYK-
TUBHaAA rumneprpodpuueckas KapIuOMHUONATHUSI,
aoprajbHasd/MUTPaJbHAad HEIOCTATOYHOCTb WJIU
CTEHO3); IPOrPECCUPYIOIIYI0 3aJeP:KKy IICUXOMO-
TOPHOT'0 Pa3BUTU; OPTATIBMOJIOTHUECKIE TPOSABJIIE-
HudA (IIporpeccupyioiiee IIOMyTHEHUE POTOBUIIHI).
Huddepennuanbuada nuarasoctuka MJI IT tuna npo-
BOAUTCA C CHUAJUAO3aMU, ranramosmmosom Gml,
myronosucaxapugosom I u II tumos. Hdua mox-
TBEP/KAEHUS OUArHO3a UCIOJb3YIOT OMOXMMUYE-
CKUe HCCJIeJOBAHUSA CHIBOPOTKU KPOBU U MOJIEKY-
JIIPHO-TEHETUUYEeCKOe HCCJelOoBaHme. B CBIBOPOTKe
KPOBU OIIpe/esIsieTCs IIOBLIIIeHNEe YPOBHA MapKep-
HBIX JIU30COMHBIX (DepPMEHTOB (TOTaJbHasdA IreKco3a-
MUHHa3a, b-D-raorkypouugasa). Hasa obHapy:ke-
HUA MyTaIlUU B 'eHe IPUMEHAIOT MeTO/ II0JIUMepas-
HO¥ IIeITHOII peaKIMu KOAUPYIOIINX 9K30HOB I'eHa
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GNPTAB c mocaenyoIinuM MPAMBIM CeKBEeHHUPOBa-
HueM [8—12].

IddexTBHAA HaTOTeHETUUYECKAA TePATIU JaH-
HOTO 3ab0JIeBaHUA K HACTOAIEMY BpeMeHU He pas-
paborana. CuMnToMaTuuecKas Tepanusa MTPOBOIUT-
cAd B 3aBUCHUMOCTH OT KJIWMHUUYECKUX ITPOSBJIEHUM
3a00JIeBaHUSA W BKJIOUaeT aJeHOTOMUIO, T'PhlsKece-
uenmue [8, 9, 11, 12].

Hu:xe mpuBOAMM KJIMHUYECKOe HaOJIIOIeHUe
pebenxa ¢ MJI II tuma, ocimokueHHBIM JIT'.

HeBourka A., skuresbHuIa r. MOCKBBI, JaTa POK-
nenusa 25.04.2014, or I GepemMeHHOCTH, ITPOTEKAaBIIEH
c yrposoil npepbiBaHud Ha 29-i1 m 31-it Hemendax, HE OT
O0m3KopoACTBeHHOTO Opaka. IIo JaHHBIM YJIbTPa3BYKO-
Boro mccienoBanus (Y3U) BBISBIEHO MHOTOBOJUE, CKe-
JieTHas AUCILIA3UA ILJIOAA. POIbI IpesKJeBpeMeHHbIe, Ha
32-i1 Hemese, PKCTPEHHOE KecapeBO CEeUeHUe B CBIA3U C
oTcaoiKoi maanenTsl. [Ipu poskaenun macca tesa 1700 ¢
(50-it mpomeHTHIL), AauHa Teaa 38 cm (10-if mporeH-
Tuab). Onenka mo miajge Anrap 6/7 6aniaos. CocrosHue
IPU DPOKAEHUU TSMKEJNOoe 3a CUeT IbIXaTeJbHOU Heo-
CTaTOYHOCTH, HEJOHOIIEHHOCT!, HEeBPOJIOTUUECKON CUM-
NTOMATUKK; OO0 4-X CYTOK KU3HU Haxoguaach Ha WBJI.
Ha 7-e cyTKu mepeBefieHa B OT/eJ€HUE MATOJOTUHU HE0-
HomeHHBIX. o 27-X CYyTOK COXpaHsAJIach KUCJIOPOIO-
3aBHCUMOCTh. BbInucana momoii B Bospacte 1,5 mec.
B poamome B CBA3U € AUCILIACTUYHBIM (DEHOTHUIIOM pede-
HOK OBLJI OCMOTPEH MeHeTUKOM, PEKOMEHJOBAHO I[UTOTe-
HeTudeckoe obcyenoBanue; Kapuorun 46 XX. C posxie-
HUSI OTMEYAJINCh 3aIePIKKa (PU3UYECKOro U IICUXOMOTOP-
HOT'0 Pa3BUTHs, OTPAHWYEHNE [TOABUIKHOCTU B ILJI€UEBBIX
cycraBax; HabJ0LaIach aMOyJIaTOPHO Y HEBPOJIOTa, OPTO-
nexa. ['oIoBy AepsKUT ¢ 6 Mec HeYBepPeHHO, He IepeBopa-
umBaeTcs, He CaAuTesa, He BcraeT. 'ynur ¢ 7 mec. B 8 mec
obpaTuyiu BHUMaHMe Ha qe(opMaIuio MO3BOHOYHUKA.

B 11 mec (3.04.15) neBouKa BIepBEIE ObLIA TOCIINTA-
nusupoBaHa B otgesneHue Hesposoruu MIT'KB c xaso-
0aMu Ha 3aJEePIKKY ICUXOMOTOPHOTO PA3BUTHU, HUSKYIO
Maccy Tena, nedOpMaIiuio IO3BOHOUHUKA, OrPAHUYEHUE
MOABUIKHOCTH B ILJIEYEBBIX CYCTAaBaX, C HAIPABJISIOI[AM
IUArHO30M «CHHAPOMAaJibHAA (opMa IaTOJIOTUH, BEPO-
sITHEe BCEro M3 TPYIIbl MUOTOHUYECKUX MHUOAUCTPO-
¢uii». IIpu mocTyniaeHun: cocToaHUEe CpegHEeN TAXKECTU.
dusnuecKoe pPasBUTHE OYEHb HUBKOE, JUCTapMOHUYHOE,
macca Teaa 5400 r (umike 3-T0 MPOIEHTHUJSA), pocT 63
cM (HMIKe 3-T0 MPOLEHTUJIST); 3aBUCUMOCTh MACChl Teja
OT pocTa — 3-U IPOILEHTUJIb, OKPYKHOCTH TOJIOBHI 43
cM (3-if MPOIeHTUIb), OKPYKHOCTh I'PYAHON KJIeTKu 38
cMm (Hmoke 3-ro mporeHTusas). OcobenHOCTH (heHOTHMA:
raprajouJHble YepThl JINUIA, STMUKAHT, TUIePTeIOPU3M,
KOpPOTKAas IIMPOKAs IEePEeHOCUIa, T'MIepPIIasus [eCeH,
BBICOKHUII CBOJ BepxHero Hé0a, qu30TUs, KOPOTKAs Iesd,
KuieBuaHAs fedopMaIusa rpyAHON KJIeTKH, fedopMaius
MIO3BOHOUYHMKA C ()OPMUPOBAHMEM TPYAHOTO JIOPAO3a,
MOSICHUYHOTO0 Ku(03a, OTHOCUTENbHAA OpaXUIaKTUINA,
OrpaHWYeHNEe MIOABUIKHOCTU ILJIEUEBBIX, KOJIEHHBIX U
rOJIEHOCTOIHBIX CYCTAaBOB, SKBUHO-BapycHas nedopma-
U CTOH, TPBhIXKA 0eJoi JUHUM KUBOTAa. B HEBPOJO-
IMYECKOM CTATycCe: IJVIOTOYHBIE De(JIeKChl IIOBBIIIEHBI;
CYXO)KMJIbHBIE pPedIeKChl OKUBJIEHBI, 0e3 UeTKON pas-
HULBI CTOPOH. MpbIleyHasi AUCTOHUS: TOHYC BBIIIE B
Horax. MoOTOpHBIE HaBBIKUW: TOJIOBY AEPIKUT, IIEDPEBO-
paumMBaeTCsA CO CIMHBI HA JKUBOT W C JKUBOTA HA CIUHY,

CaMOCTOSITEJIbHO HEe CaJUTCs, 03y CUIs He YIePIKUBaeT.
SazepikKa peayKuuu 6e3yCI0BHBIX PedIeKCOB HOBOPOJK-
IeHHBIX (BBIBBLIBAIOTCA PeQIEKCHI OMOPLI WM aBTOMATH-
YeCKOM MOoXoAKu, Bayspa=+), maTojmoruueckuii pedJiekc
Babunrckoro ¢ aByx cropoH. OKPYysKaioOIUM HUHTEPECyeT-
csi, TYJIUT, YJIbIOAeTCH.

st masbHeiIero o0cael0BaHnsA AeBOUKA ObLIa Iepe-
BeJleHa B OT/eJIeHNe HaCJIeJACTBEHHBIX HAPYIIeHU oOMe-
Ha BelrecTB. B ¢BA3U ¢ XapaKTepHBIM ()eHOTHUIIOM IPOBO-
nuica nud@epeHnaabEbIi UAarHo3 B Ipyimne 0oJiesHeit
HakomIeHuA. [Ipu CKpUHUHTOBOM O0CJIEJOBAHUU B IIATHE
KpPOBU OBLIO BBLISIBJIEHO IIOBBLIIMIEHNE AKTUBHOCTU HEKO-
TOPBIX JIN30COMHBIX (hbepMeHTOB. PeKoMeHIoBaHO 1000-
cirenoBanme ana uckiatoueHus MJI. Ilpu omnpenenenuu
YPOBHA MapKEPHBLIX JMU30COMHBIX (DEPMEHTOB B ILIa3Me
MOJIYYEHBI CJIeAYIOe Pe3yabraThl: 3-D-rioKyporngasa
1815,6 aM/mr/u (Hop™ma 38,3—126,5 aM /mMr/4), reKcosa-
MuHUzAasa (obmasa) 4385 M /mr/4 (Hopma 523,1-1865,1
HM /Mmr/u), rekcosamuangasa A 3,1% (zopma 30,9—72%)
[9]. Teneruueckoe obciiefoBaHUE BBIABUJIO MYTalluU B
reie GNTPAB B KOMOAayHA-T€TEPO3UTOTHOM COCTOSTHUU:
myranun p.Arg375Term B 10 sx3oue u ¢.1581delC B 12
ak3oHe. [luarnoctupoan MJI II Tum.

Anexrpokapauorpadus (IKT): moBbIIIIeHUE 3SJIEK-
TPUUECKON aKTUBHOCTU JieBoro kenynouka (JIGK).
Ixokapauorpadpuueckoe ucciaenoBanue (IXOKT): mBy-
CTBOPUYATHINA KJAMAH aO0PThI, ACUMMETPUA U TIOBLIIIEHNE
D9XOreHHOCTH €ro CTBOPOK, AOpTaJbHAs PerypruTaijus
(+1), OTKPBITOE OBAJIBHOE OKHO 3 MM (CM. TabJ/IuILy).

IdeBouka OblIa BBINKCAHA C KJIUHUYECKUM [Ua-
THO30M: JereHepaTuBHOe 3a00JieBaHWE HEPBHOU CHUCTe-
MBI W3 TPYINBI JMU30COMHBIX OOJIe3HEH HaKOIJIEHU.
Myxonunugos II Tun. Cuaapom geTcKoro mepedpaJsbHOT0
napaauda. Bposxaenusrii mopok cepaia (BIIC): nBycTBop-
yaThlil KJamaH aopTbl. HemocTaToyHOCTH aopTaabHOTO
kaanana I crenmernu. OTkpoiToe oBasbHOE oKHO. HK O cre-
nesu. CHHIPOM MHOKECTBEHHOTO KOCTHOT'O AM30CTO3a.
PexoMeHIOBAHBI KYPChl HOOTPOIIHBIX, META00JINUYECKUX
penaparos.

IIpu cienyroleit mIaHOBOM TOCIIUTAIN3AIINN B aBTy-
cre 2015 r. oTMeuasuch yMepeHHAas OXBIIIKA W TaxWU-
Kapausa, mo gaHHbiM OXOKI BbIsIBI€HO HapacTanue
perypruTanuy Ha aopTaJlbHOM M MUTPAJbHOM KJjala-
Hax, yBenuuenue mosioctu JIK. Cocrosinme pacieHeHo
KaK IMPOSBJIEHUE BTOPUYHON MeTabOJIUYeCKONl Kapaumo-
muonatuu, HK I crenenu. K Tepanuu go6aByieH CIIUpPO-
HOJIAKTOH 2 MT/KI/CYT C IIOJIOMKUTEJIbHON MTUHAMUKOM.
Tlocie oTMeHBI CIMpPOHOJAKTOHA (aMOyJIaTOPHO uepes
MecsIr) y pefeHKa MosIBUIaCh TAaCTO3HOCTh M'OJIEHEeH, CTOIIL.
B nexabpe 2015 r. meBouka ObLia rOCHUTAJIU3UPOBAHA C
sKasI00aMy Ha HapyIleHue AbIXaHnusd, IOTINBOCTD, IIePUO-
OUYEeCKUW OTEYHOCTDH TrojieHel u cTom. IIpm ocmorpe oT™me-
yajauch OJIELHOCTh, YMEPEHHAs OABIIIKA, TaXUKaPIUs,
nedeHs 10 2,5 cM HUKe Kpad pedepHoit ayru. IXOKTI:
pacmupenune nosoctu JIVK, HapacTanue perypruTanun Ha
MUTPAJIbHOM U aOPTAJbHOM KJalaHax. PeHTreHorpaMmma
opranoB rpyauoit kiaetku (OI'K): xapmuoTopaKaJ bHBIH
ungexc (KTU) 63% . Y3U opraHoB OPIOITHONH ITOJIOCTH:
He0OJIbIIIOe YBeJINUYeHe Pa3MepoB leueHrn. Bo306OHOBIEH
IIpUeM CIIMPOHOJIAKTOHA B IIPEXKHEN [103€e, C IOJOMKUATEb-
HOIT nuHaMmukoii. B ¢espane 2016 r. B cBA3U ¢ coxpa-
Haomumucsa cumnromamu HK 2A cremenu K Tepanuu
nobaBiaeH kKanrompua 1 mr/kr/cyr. Ha done mpoBomu-



Tabruua

HexoTtopsie mokazarenu ¢pusnuyeckoro pa3sutus, peHrreHorpamMmmsl OTK u 9XOKT peGenka A.
B IMHAMUKE

roc lﬂg’;ma 04. 08. | 12. | o02. 05. | 01. | o04. 06. | 08. 10. 03. | 08. | O1.
e 2015 | 2015 | 2015 | 2016 | 2016 | 2017 | 2017 | 2017 | 2017 | 2017 | 2018 | 2018 | 2019
2 3 3 roma 4 4
Bospace | ML | Aron | 1ron| dron || 2 | vona | 2uoma | sona | Sromn) 1010 P56 s | s
8 mec 1 mec Mec |3 mec | 8 mec
Bec, Kr 5,4 59 | 6,2 | 6,8 7,0 | 80 | 7.2 74 | 7,2 7,0 72 | 82 | 7,4
Pocr, cM 63 68 70 72 74 74 74 74 74 74 74 74 74
UKOO, ma/m2| 63 103 | 100 55 95 58 85 85 70 70 58 55 58
@B, % 68 68 64 81 79 75 61 79 82 85 81 73 79
P na MK 1 2 2-3 | 1,5 |[2-2,5| 1,5 2 2 2 2 2 2 1
P ma AK 1 1,5-2| 2 |2-25|1,5-2] 1 1 1 1 1 1,5 | 1,5 1
P na JIK 1 1 1 2 1 1 2 2 2 2 2 2 1-2
PuaTK 2 2 2 1,5 1 1 2 2 2 2 2 2 1-2
CIJIA/IIJA | 24/7 | 20/5 | 24/7 | 30/14 | 28/6 | 20/6 | 45/20 | 25/15| 30/15 | 40/15 | 35/18| 20/6 | 50/27
KTU, % HOpMa | HopMa | 63 63 64 67 67

P — perypruranus, UKIIO — uHIeKCUPOBaHHBIN KapAuoAuacToJIndYecKuil oosem (Hopma 10 65 M.JI/MZ), MK — MuTpaJbHBLIN KjamaH,
AK — aopranbHbIi KiaanaH, JIK — kiaanau serounoit aprepuu, TK — rpukycnugansubiii Kiaanan, KTU — kapauoropakaabHbIT UHIEKC,
DB — pparnusa Beiopoca, CIJIA /IIIJIA — cucToanuecKoe/IUacTONMYECKOoe JaBJIeHe B JIETOUHOM apTepui.

MOTO JIeUEeHHUS COCTOSHUE pedeHKa CTa0uIM3UpPOBaJIOCH,
IeBOYKA HAXOAWJACh HA ITOCTOSTHHOM Tepaluu CIIUPOHO-
JIAKTOHOM U KAIITOIIPHUJIOM.

Hauwunas ¢ 2017 r., y pebeHKa MOSIBUJINCH PEIUIN-
BUpYyIOIIe WHMEKIUU TOJOCTU pPTa (CTOMATUTHI, T'MH-
TUBUTHI), YCUJeHNUEe TUIepIiasuu Jeced. Ilpu rocmura-
ausanuu B anpesie 2017 r. B cBA3U ¢ Pa3BUBIIUMCS allu-
KaJbHBIM IMEPUONOHTUTOM IIPOBEJeHA XUPYpPruuecKas
caHamnus IIOJIOCTHU pTa, yaajdenue 51, 52, 53, 61, 62, 63,
72 3y6oB mox Hapkosom 19.04.2017. Bo Bpems JaHHOMI
rocanuranusanuu Ha IXOKI' Ob110 BriepBble 00HAPYKEHO
yMepeHHOe moBwinienue pacuernoro CHJIA/muactonu-
veckoro nasienusa JIA (ILIJIA) no 38—50/13—20 mm pr.
cT. (CM. PUCYHOK), a TaKiKe HapacTaHWe CTEeIeHU peryp-
TUTAIMM Ha JIETOUHOM WM TPUKYCIUIAIbHOM KJIAlaHaX.
Tonmuua mesk:kenymouxkoBoit neperoponku (MIKII) 3
mm. O63opuasa pertrenorpamma OI'K: ysenuuenune KT
o 67% . Y3U opraHoB OPIOIITHON IMOJOCTHA U MTOUYEK: 9XO0-
rpauuecKkue IMpuUsHaKU MeTa0O0JIMUecKOoil HedpoIaTuu.
IIyabcokcumerpusa 25.04.2017: cHUKeHUe HaCBHIIIIEHUS
(mepudepuyeckoit caTypamumn) KpoBu KUCIOPoaoM, SpOy
1o 88% . B cBsasu ¢ coxpaHsoIeiica runokcemueir u JIT
HavaTa OKCUTeHOTepalusa yepes HasaJbHble KAHIOJU IO
KOHTPOJIEM IIYJIbCOKCUMETPUU [JIS JOCTUKEHUS I[eJIeBOMA
SpOy Bbinie 94% B COOTBETCTBUM C PEKOMEHJAIUAMU
[13]. Ha ¢oHe KuciaopogoTepanuu OTMEYEeHO yMeHbIIIe-
aue CIJIA/IOIOJIA no 30/10 mMm pT. cT. Bplna BeIICcaHa
¢ puargos3om: ocHoBHOI: MJI II TuI; oclosKHEeHUS: CUH-
IPOM OeTCKOTo IepeOpajibHOro Iapajnya, CMeIlaHHbBIA
TeTpanapes, MOJNHENPOIaTUYeCKU CUHIPOM, OyIbbap-
HO-TICeBA00YIb0APHBIA CUHIPOM; CUHIPOM MHOKECTBEH-
HOTO I130CTO3a (UepemHO-JIUIeBON IU30CTO3, MaKpolie-
danusa (OKpy:KHOCTH TosioBeI 49,5 cm), Opaxuriedanus,
medopMalus TO3BOHOUHUKA ¢ GOPMUPOBAHUEM I'PYIHOTO
JIOp03a, MOSCHUUYHOTO Ku(osa, TUMOIIA3US T'PYIHOMN
KJIeTKU (OKPYsKHOCTH TrpynHoi kKjaerku 40 cm), «Kor-
THUCTasd KUCTh», SKBUHO-BapycHas aedopMaliusi CTOII);
BTOpHUYHAsS MeTabo/imuecKass KapauomMmuonaTus (Hegocra-

Pucynok. 9XOKI nesouku A. (KOMMEHTApUM B TEKCTE).

TOYHOCTb MUTPAJIbHOTO KJanaua Il crenenu, HeJocTaTOY-
HOCTH aoprajbHOoro KJyamana I—II cremenm), HK 1-2A
CTeIleH!; BPOYKIEHHBIN IIOPOK cepiAlia: ABYCTBOPYATHINA
KJIallaH aopThI; JIerOUHAs apTepuaibHAs TUIIePTEeH3US;
OU kpaeBas guctpodus porosulibl, OU yacTuuHasa aTpo-
(usa 3pUTETBHOT0 HEepBa; I'pbliKa OeJiofl JIMHUU JKUBOTA;
BTOpuuHasaA Hedponatua (mporenHypus, docdarypus);
COIIYTCTBYIOIINII: XPOHUYECKUN alliKaJbHBIN IePUOLOH-
TUT;
Tpakiusa 3yo6oB 19.04.2017, ocTpwlii puHODAPUHTHUT,
rpuOKOBBIil cTomMaTuT. IleBouka Oblja BBIIMCAHA JOMOM

COCTOdAHUE IIOCJIe OIIepaTUBHOIO JIeYeHUA — ISKC-

C PEKOMEeHAAIUAMY IPOBeIeHUs JINTEeJIbHON JoMaIITHeH
KHCJIOPOJOTEePANINH C IIOMOIIBI0 KOHIIEHTPATOPa KUCJIO-
poza ¢ MoHUTOPUHTOM SpOy C IOMOIIBIO IIYJIBCOKCHUME-
Tpa, Tepanuu CIIUPOHOJAKTOHOM, KAIITOIIPUJIOM.

B maapHelieM coCTOSHIE J€BOYKH OCTABAJIOCH OTHO-
CUTEJIbHO CTAOMIBHBIM C SIIM30JaMU HaPACTAHUSA CTEIIeHN
HK u JII' opu pecnupaTopHbIX HHGPEKIIUSIX. ¥ POBEHb
SpO, npu KOHTpOJIe B JOMAIIHUX YCJIOBUAX COCTABJIIAJ
93—98% . B aBsrycre 2018 r. CIJIA/OIJIA 20/6 MM prT.
cT. Ocennio 2018 r. OABUINCH TPYAHOCTH B IIPOBEIEHUN
IOMAIITHe! KUCJIOPOAOTepallny B JHEBHOE BPeMs B CBSI3U
C HeraTUBU3MOM PebeHKa K Ha3aJIbHBIM KaHIOJISM.
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B amBape 2019 r. mocsie TiepeHECEHHOIH pecIupa-
TOPHOU MHQMEKINK IOCIUTAJIN3UPOBAHA C KajJo0aMu Ha
9TU30/bI AecaTyparuu a0 68% , morepio Beca Ha 800 r 3a
mocJsiegHue 6 MecAIEeB, yCUJIeHNEe aKPOIUaH03a, OJBIIIKH.
IIpu mocrymnerunn SpOy 70% (6e3 moramum KHCIOPO-
Ia), IpU OpoBeaeHuN KucJjgopomorepanuu — 98%; Gyen-
HOCTb, OTEYHOCTH BEK, ITMAHO3 HOCOTYOHOT'O TPEYTOJbHM-
Ka, OJbIIKa, Taxukapaus o 150 B Mmuu, meueHb +3—4
cM, cejiedeHKa +2 ¢cM HUKe Kpad pebepuoii nyru. HK 2A
crenenu. IXOKT': mapacranme JII' (CILJIA/OOJIA 50/27
MM DT. CT.), YBeJIMUEHNeE IPaBbIX KaMep CePAIa, YIJIOTHE-
HUEe, KPaeBoe YTOJIII[eHNEe CTBOPOK MUTPAJBHOTO KJIalmaHa
c perypruranueit 1+; ronxmuaa MIKII 9 mm, 3agHei cTeH-
ku JIZK — 7 MM, ¢cBOOOJHOIT CTEHKU IIPABOTO KEJTYyI0UKa
— 3 MM, UTO OBLTIO paciieHeHO KaK (hOpMUPOBaHNE BTOPUY-
HOI MeTaboJINYecKOoil TUIIepTPOOUUECKON HEOOCTPYKTUB-
HoM Kapamomwmomnaruu. IKI': cuHycoBas TaxuKapausd,
OTKJIOHEHWE 3JIeKTPUUYECKON OCH Cepilla BIPABO, Iiepe-
rpy3Ka IMPaBOTO IpPeAcepAus, MPU3HAKU TUIePTPO(OUu
sxenynoukoB. C mensio euenus JII' B repanuio no0aBieH
cungenadwua B gose 1 Mr/Kr/cyT, Ha (DOHE BBeJeHU KOTO-
poro otmeueHo camkenue CIJIA /[IITJIA no 35/15 Mmm pr.
cT., uepe3 4 agasa — go 30/20 mm pr. cr. B ganbHeiem
IPOBOAUIACH KOPPEKITUA J03bI cuIAeHa(pUIa 10 2 MI'/KT/
cyT. Haburonenure 3a pe0EHKOM IIPOJOJIAKACTCA.

ManHoe KJIMHUUYECKOe HabJoJeHre TeMOH-
cTpupyeT MHOTO(paKTOPHBIN reHes JII', pasBuBIIIEi-
cAa Ha (oHe rumokcemuu y 6oapHOM MJI II Tuna.
Bo-niepBbIX, IpuunHOM runokcemMuu u JII' MorkeT
OBITH 3aTPYAHEHME HOCOBOTO W POTOBOTO ABIXAHUI,
YTO O00YCJOBJIEHO IIPOSBIEHUAMHU XapPaKTePHOTO
rypJaep-nono6Horo (eHoTuna. [Ipyroit mpuUUMHON
TUIOKCEMHUU MOJKeT OBITh THUIOMJIA3usA TPYAHOMN
KJIeTKH u Jerkmx. IlopaskeHme JIeTOUYHON TKaHU
mocJie POXKIAEHUSA B CBA3W C HEJOHOIIEHHOCTHIO,
He3peJoCcThi0 Ha (poHe OeSIKOBO-d9HEPTreTUUYeCKOHn
HEJIOCTATOYHOCTH TaKyKe MOTYT SABUTHCS IIPUUNHON
pasButusa JII'. Hakouen aiuTeabHO IPOTEKAOIIad
HK BciencTBUEe BTOPUYHOI MeTab0OJMUECKOM Kap-
IMOMUOIIATUY TaKKe MOYKET ObITh ITPUUYNHOM TTOBBI-
IIeHUsI SaBJIeHus B JIA.

Tepanueit BeIOOpa u HaubGoJiee MaTOPUIUOJIO-
TUUYEeCKW OOOCHOBAHHBLIM METOAOM JIeUeHUS IaIu-
euToB ¢ JII', oOycioBIeHHOII 3a00/IeBAHUAMU JIET-
KMX U aCCOIMMWPOBAHHOU C THUHOKCEMUEN, ABJIA-
eTcAd MJUTeJNbHAsA OKCUreHOoTepamnud. [JIaBHBIM
appexTom Kmcaopoma mpm JII' ABaAOTCA JeTOU-
Had BasoguJaTaIllud U YMeHbIIIeHWe JEerouHOTO
COCYAUCTOTO COIIPOTUBJIEHUsA. HeoOXoAuMo IOM-
HUTB, UTO Aecaryparusa Hmke 92—-94% mnpusomut
K CIasMy JIETOUHBIX cocymnoB, passutuio JII' u JIC.
BasoauimaranmonHoe eiicTBUE KUCJIOPOoa Ha COCy-
OUCTYIO0 CUCTEMY JIETKMX OCHOBAHO Ha aKTUBaIlUU
KaJINeBhIX KAHAJIOB U CBA3SAHHOW C HUMU TUIEPIIO-
JAAPU3AIUN TJIAAKOMBIIIIEUHBIX KJIETOK COCYAOB, a
TaKyKe HEeIOCPEeICTBEHHOM 3HIO0TEJNIi-3aBUCUMOM
yBeJIMueHUM mponykiuu sumorernHoro NO [2, 13].
IIpoBeneHMe AIUTENIBLHON JOMAIITHEN KUCJIOPOAOTE-
panuu y JaHHOI 60JbHOM MO3BOJINIO IPAKTUUECKHU
B TeueHUe 2 JIeT CTaOMIM3UPOBATH €€ COCTOSHIE,
moctuub HopMaabHBIX XOKI-mokasaTeseit nasie-
uusa JIA.

JIT' vacTo BcTpevaeTcsa HPU APYTUX O0JE3HAX
HaAKOIJIEHNA, TAKUX KaK MYKOIIOJINCaXapua03 UJIn

6osesnb I'omre [14, 15], Ho He mpu MJI II Tuna.
BwmecTte ¢ Tem, JIT'y geteii c MJI moskeT uMeTh 1 6ojiee
Cepbes3HbIe IOCJIEACTBUS, OYIyUYM CBA3AHHOU U C
IPYTUMHU MeXaHU3MaMU, a He TOJIbKO C TUIIOKCEeMU-
eit, morpeboBaTh HasHaueHua JI[-cmermudpuueckoit
MeIUKaMeHTO3HOI Tepanuu, YTo IIPOUSOIILIO Y JaH-
Hoi1 601bpHOM B 2019 1. B focTynHOII IuTEpaTypE MBI
obHapy:Kuau onmucanusd Bcero 3 gereii ¢ MJI I tuna,
ocyioxkHeHHBIM JIT'.

ITepBBIM coOOIIIEHUEM ABJIsAETCA HAOJIIOTEHUE
HEMEeIIKUX KOoJLIeT 9-JIeTHEro TypeIrKoro MajJbuuKa
OT 0JIM3KOPOICTBEHHOI0 OpaKa ¢ IMOATBePIKIeHHBIM
nuarmosom MJI II Ttwmma, y Koroporo Obljaa aua-
rHoctupoBana JII' mpu obcaemoBaHUU TIO TOBOLY
KapauoMeraanu. Jxokapauorpaduueckas OIeHKa
CUCTOJIMYECKOTO JAaBJIEHUSA B MPABOM JKEJIYIOUKe
(COIIK) mepBOHAUYAIBbHO COCTaBJANA 0KOJIO 90 MM
PT. CT., TaKiKe ONPENeNANNChH AUIATAIUA U TUIEP-
Tpodusa Muokapaa npasoro xeaxynouka (JIC), mepu-
KapAUAJbHBIA BBIMIOT U CHUMKEHWE CUCTOJIUUECKOMN
dyarnun JIK (bpakmusa yKOPOUEHUA MBIIIIEUHBIX
BOJIOKOH 21—-22% mpu Hopme 28% ). KomnbioTepHas
romorpadusa (KT) jgerkux BwigBuiIa (PuOPO3HBIE
U3MEeHEeHUdA, a UCCIefoBaHUE (DYHKIUU BHEIITHETO
IBIXaHUA JIETKUX IPOJEMOHCTPUPOBAJIO CHUKEHUE
dopcUpPOBaHHON KMBHEHHON €MKOCTH JIETKUX MO
40% oT MPOTHO3UPYEMOT0 3HAUEHUA, UTO OBLJIO pac-
IIeHEeHO KaK MIPOsABJIEHNE NHTEPCTUIINATBHOTO 3a00-
nepanusa jgerkux (U3JI) mpu MJI. IlepBoHauaibHO
ona gedenus JII' MasbumMK moJydyasl MJIOIPOCT B
aspo30Jie W KUCJOPOJ, a TaKiKe AUTOKCUH, (Qypo-
CeMHuZ, CINPOHOJIAKTOH, [IJs TIPeZOTBPAIeHUA
TPOMO09MOOINY — AIETUJICATUIIUIOBYIO KUCJIOTY.
Karerepusamus mpaBbIX OTAENIOB cepaia Ha (oHe
TaHHOU Tepamuy CHOBA MTOKAa3aJja MOUTHU CUCTEMHBIH
ypoBeab CIIJIA (103 MM pT. CT.) U yBeJIUYEHHOE
orHomeane CIJIA K cucTreMHOMY aprepuaIbHO-
my npasiaeHuio (CAJIL) 0,85. Tectuposamme c¢ NO,
KHCJIOPOZOM, asp030JieM WJIOIPOCTa IO OTAEJIHHO-
CTM W BMeCTE€ IMOKAa3ajJ0 CHUKEeHWUE COOTHOIIEHUSA
CIOJIA/CA]I no 0,68. B KauecTBe Tepanuu K KIUC-
Jopony ObLIu mo6GaBJeHbI cuaAeHapua 1 003eHTaH,
uTO OBLIO d(PHEKTUBHBIM U IPUBEJIO K CHUMKEHUIO
CHOIIIK mo 50 mm prt. ct. mo gauabiM DXOKT, HOpP-
Majaus3anuu cucroaudeckoil Gyuknum JIGK (dpax-
nua yrKopoueHus 37%), paccachlBaHUIO IIepUKap-
IUAJBHOTO BHIIOTA. ¥ HAHHOTO HAIlMeHTa He OBLIO
00HAPYIKEHO TIOBPEKIEHUIT MUTPAJTbHOTO KJalaHa
WJIV TUIOKCUUYECKUX SIMU30J0B BO BPeMs CHa —
TAaKOU moTeHIMaJdbHOU mpuuumHb! JII', Kak guacTo-
aunueckada nuchyurnua JIVK. Ilo MmEeHUIO aBTOPOB,
23(h(HeKTUBHOCTD TPUMEHAEMOI Tepanuy IPeIoa-
raeT MHoroaxkTopHbIl reres JIT', a kaTeTepusanusa
IIPaBBIX OTAEJIOB CeP/Ila JOJKHA MPOBOIUTHCA JIA
OIleHKU OTBeTa Ha Tepamnuio [16].

B ApaGckux OmMuparax u3 3 BIepBBLIe OIU-
caHHBIX B cTpaHe mereit ¢ MJI II Tuna omuH ymep
B BospacTe 2 MecsaArneB oT JII'. JlaHHBIA TarueHT
POIUMIICA C TSKEJION 3aZleP:KKOMl BHYTPUYTPOOHOTO
PasBUTHUA, B CBABU C PECIIUPATOPHBIM JUCTPECC-
CUHJPOMOM HaxoaujcdA nocJe poxkgenud Ha VIBJI ¢
0e3ycnenrHbIMY 9KeTyoamuamu [17].

TperbuM cOOOIIIEHUEM SABJIAETCA HaOII0LeHUE
Typenkux KoJaer 10-mecaunoro maabunka ¢ MJI IT



TUIA, YMEPIIero OT TAMKeJOH AbIXaTeJbHON Hemo-
CTATOYHOCTHU Ha (poHe maparpumnia 4-ro Tuna, iMeB-
IIeT0 CJOMKHOCTH IIPU UHTYOAIIUU, Y KOTOPOTO IpHU
npoBenenuu DXOKT 6v11a ooHapy:kena JITI' (CIIJIA
70 MM prT. cT.), a KT jlerkux meMoHCTpHpOBaa Kap-
TUHY «MAaTOBOTO CTEKJa» U aTeJIeKTa3bl B HIKHUX
noasax oboux Jyierkux [18].

Bo Bcex yKasaHHBIX COOOIIIEHUSAX 00CYy K IaeTCs
MHOTO(aKTOPHBIN reHesd JII' y TaHHBIX MMAI[MEeHTOB.
Pecrtuparopusie ocioskueHusa MK II tuma BKJrO-
YaT HaJluuyue OaJIIOHHBIX KJETOK, 3all0JIHEeH-
HBIX MYKOJUIIUJAaM1, ¥ BHEKJIETOUHOE OCa’KIeHUe
MYKOJIUIIUJOB B COEIUHUTEIbHON TKAHU BEPXHUX
IBIXaTeJbHBIX IIyTell, GPOHXOMHEBMOHUIO, JIUIIO-
UIHYIO TPaHyJieMy, YTOJINeHUe S3bIKa W CTEeHKU
tpaxeu [19]. Cpexgu nmpuumn JII' B mpormuTupoBaH-
HBIX myOaukanuax obcysxnaerca M3JI, nuarmoctu-
poBanHOe Ha ocHoBanuu KT-Haxonok [16, 18]. 9To,
OIHAKO, IIPECTABISIETCSI COMHUTENbHBIM C YUYETOM
nmaToMopdoJioruu 3a00JeBaHUs, a TaKiKe BO3ZMOK-
HOoCcTH apTedaKTOB IIPU IIOJHAPKO3HOM IIPOBE[e-
Huu KT y merelt, HegocTaTOUHOUN AJIA AUATHOCTU-
ku M3JI. Bosee BeposaTHoi npuunHoit JII' y 60Jb-
HbIX MJI MoskeT ObITH JierouHas rumnomaasus [20].
Kpome Toro, kak mpuumHa JII' y 6ombubIXx ¢ MJI
obcy:kaaeTca HapyllleHue o0pasoBaHUA HIOTEJIU-
Ha-1 U3 ero mpeAIlecTBeHHUKA B Pe3yJbTaTe JU30-
coMaJbHOU TUCPYHKIINU, COCTABJISAIONIEl OCHOBHOM
MaTOTeHEeTUUECKUT MeXaHW3M JaHHOTO BPOKAEH-

HOTO 3abosieBanus [21]. Takum obpasom, JII' mpu
MJI HOCUT MHOTO(AKTOPHBIN XapaKkTep, TpedyeTcs
o6caenoanue (AXOKT ¢ openenenuem gfaBjeHUA B
JIA) naHHBIX TaIMEeHTOB AJd ucKaoueHud JII'. ITpu
BeigBgeHUU JII' B KauecTBe mepBOHAYAIBHON CTpa-
Terum npu cybcrucreMubIx 3HaueHuAX CIJIA MmoxxeT
OBITH PAaCCMOTPEHa AJUTeIbHAas KUCIOPOJ0TePaIns
¢ moHuTopuHroM SpO, 1 oneHKOHN 3(PHEeKTUBHOCTHI
Tepanuu. IIpu HedDDEKTUBHOCTU Tepanmuud KUC-
JoponoM uam BeicOKol JII', comocraBumoit ¢ CA/L,
cynpacuctemMuoi JII', 1oKHBI Ha3HAYATHCS JIETOY-
Hble BasoguaTaTtopbl. O6 YCIEITHOCTH JaHHOTO
TOAX0Ja MOYKET CBUIETeJIbCTBOBATHL IIPUBEIEHHOE
KJIMHUYECKOe HaOJIoaeHe.

I{ou¢ﬂunm uHmepecoe: agmopvL. cmambvu noamsep-
duau omcymcmeue A8HbLX U NOMEeHUUAJJLbHbLX fCOHd)JLuiC'
moe unmepecos, 0 KOmopwvLx Heod0xo00umo cooouums.
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