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This article presents a clinical case of the follow-up of a patient with a
congenital heart defect in the form of the pulmonary artery stenosis in the setting
of the “sluggish skin” syndrome. It is shown that the occurrence of congenital
defects largely depends on the hereditary factor, which, in this case, is a related
marriage. You should also pay attention to the fact that the associated congenital
heart disease: the mouth of the pulmonary artery against the background of the
“sluggish skin” syndrome spontaneously stopped without surgery, which is
probably due to the peculiarity of the background disease, that is, generalized
elastolysis. The natural course of this congenital heart defect against the
background of a genetic pathology in the form of “sluggish skin” syndrome
indicates the positive influence of the pathological substrate (connective tissue
hyperelasticity) on the state of the tissues of the heart and blood vessels. Despite
the already available data, it is still difficult to make a prediction of the course
of this disease. For a better understanding of the course of this pathological
process, further observation of the patient is necessary.

Keywords: sluggish skin syndrome, pulmonary stenosis, congenital heart
defect
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OKIIE APTEPUSACBIHBIH CTEHO3bI TYPIHJAE JAMBIFAH «9JICI3 TEPI )KAMbBILJIFbICbl» CUHAPOMBIMEH TYA
MANJIA BOJIFAH )KYPEK AKAYbI BAP HAYKACTAPIbIl KATAMHECTHUKAJIBIK BAKBLJIAY TOKIPUBECI

Mexken6aeBa P.T.", Mapacyaos LII.H.", CopcembaeBa A.A.', Hypkees B.A.', Maiiopos P.A.", Baiiroxun [1.M.?, Mexken6aena H.B.?,
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'Bananap kapauoxupyprus 6estiMi, ¥ITThIK FAUIBIMA MEAUIMHAIBIK OpTansik, Hyp-Cynran kanacel, Kasakcran PecryOmukacst
*Kapauornorus 6emimiieci, YITTHIK FRUIBIME MEMIMHAIBIK opTaiblk, Hyp-Cynran kanacel, Kazakcran PecryGnukacst
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TYXKbIPBIMOAMA

Byn makanapa «60c¢ Tepi» CMHAPOMBbIHbIH, (DOHbIHAA BKMNe apTepUACHIHbIH CTEHO3bI TYPIHAE Tya BiTKeH Xypek akaybl 6ap HayKacTblH KIMHMKambIK

Xafrganbl kenTipinreH. Tya GiTkeH akaynapablH nanaa 6onybl kebiHece TyKbIM KyanawuTbiH pakTopFa 6arinaHbICTbl, Oy xafganga on TybICTbl HeKe-
re GannaHbicTbl 6onbin Tabbinaabl. CoHpan-ak, Tya 6iTKeH XYPEeKTiH akaybl: eKrne apTepUsiCbiHbIH Tapbinybl «6OC Tepi» CUHAPOMBbIHbLIH (POHbIHAA
©3[iiriHeH onepaumsAcbI3 kannbiHa kengdi, Oyn oHAbIK aypynapablH epeKLeniriHe, SFHU, XanmnbinaHFaH anactonuare 6annaHbiCcTel 6onybl THic. «boc
Tepi» CMHAPOMBI TYPiHAEr reHeTUKanbIK NaToNOrMAChIHbIH XYPEK akaybl NaTonorusnblk cybcTparTapbiHa (4oHeKep TiHHIH rMNepanacTUKTUBTINIMH)
XYPEK XaHe TaMbIp TiHAepiHe BainaHbICTbl OH acepiH kepceTTi. bap AepekTepre kapamacTaH, ocbl aypyablH 6apbicbiH 6omkay ani e kubiH. Ocbl
naTonornanblK YPAICTIH 6apbICbIH XaKCbl TYCiHY YLUiH HayKacTbl oAaH api bakbinay KaxeT.

Herisri cespep: «6oc Tepi» CMHAPOMBI, ©KMe apTepUAChIHbIH CTEHO3bI, Tya BiTKEeH XypeK KeMiCTiri
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OIIBIT KATAMHECTHUYECKOI'O HABJIOJAEHUS 3A MAIDUEHTOM C BPOXIEHHBIM TIOPOKOM CEPAIIA B BUJE
CTEHO3A JIETOYHOM APTEPAU HA ®OHE CUHIPOMA «BSLJIOM KOXKH»
Mekenbaesa P.T.', Mapacyaos LII.HU.', CapcembaeBa A.A.', HypkeeB Bb.A.', MaiiopoB P.A.', Baiiro:xuun /I.M.?, Mexen6aesa H.Bb.?,

AxkceurtoB A.M.?

!JleTckoe KapAHOXHpyprudeckoe oTaenenne, HarmonansHblil HayqHbIH MEIMIMHCKHUI 1IeHTp, Topox Hyp-Cynran, Pecriy6bnmka Kazaxcran
2Oraenenne Kapauonoruu, HauonansHblii HayuHbli MeanIUHCKHN Hentp, ropon Hyp-Cynran, Pecry6iuka Kasaxcran

*MenumHCKHiT yHEBepcHuTeT Actana, ropoy Hyp-Cynran, Pecry6mnuka Kazaxcran

PE3IOME

B naHHol cTaTbe NpeacTaBneH KMMHUYECKUIA criydalt onbiTa kKaTaMHEeCTUYECKOro HabnioAeHUs 3a NauMeHTOM C BPOXAEHHbIM NMOPOKOM cepaua
B BMJ€ CTEHO3a NETOYHON apTepumn Ha (hoHe CUHAPOMA «BSANOW KOXW». [loKkasaHo, YTO BO3HUKHOBEHWE BPOXAEHHBIX MOPOKOB B GONbLUEN CTeNeH 3a-
BUCUT OT HacneACTBeHHOro hakTopa, KOTopbIM, B JaHHOM crlyyae, SBMNSieTCst pOACTBEHHbIV Bpak. Talke cTouT 06paTnTb BHUMaHWe Ha TO, YTO accouu-
MPOBaHHbIV BPOXAEHHbI MOPOK CepALa: YCTbEBOWM CTEHO3 NEro4HON apTepun Ha hoHe CUHAPOMA «BSINON KOXW» CaMONPOMU3BONbHO Kynvposarncs 6e3
XMPYPruyeckoro BMeLLaTenbCTBa, YTo, BEPOSITHO, CBA3AHO ¢ 0COBEHHOCTBLIO TeUEHMS (HOHOBOTO 3a60reBaHusi, TO eCTb reHepan“3oBaHHOro 3MacTonusa.
EcTecTBeHHOe TeYeHne AaHHOTO BPOXAEHHOrO Nopoka cepaLia Ha (hoHe reHeTUHECKol NaTonornn B BUAE CUHAPOMA BSMOWN KOXW» YKa3blBaeT Ha no-
NOXUTENbHOE BNUSIHME NATONOMMYeckoro cybeTparta (rMnepanacTMyHOCTV COeAMHUTENBHOM TKaHU) Ha COCTOsIHUE TkaHel cepaua 1 cocyaos. HecmoTps
Ha y)Xe MMeloLLMecs faHHble, BCe e TPYAHO chaenatb MporHo3 TeveHust AaHHoro 3aboneBanus. [ns Gonee nyywero NOHUMaHUsi TeYeHUst JaHHOTO
MaTonormyeckoro npoLecca HeobxoanMo fanbHelillee HabnoaeHVe 3a NauMeHTOM.

KntoueBble crioBa: CYHAPOM BSINION KOXW, CTEHO3 NEro4HON apTepun, BPOXKAEHHbIM NOPOK cepaua

AKTyanbHOCTb

Crenos neroynoii aprepuu (CJIA) — 310 cyxeHHe npocBeTa
BBIHOCSIILIETO TpaKTa IpaBoro xkedygouka. Ilaronormueckue
M3MEHEHMs 3aTParuBaroT KJamaH JIETOYHOM apTepuu WU 4acTb
cocyna B obiactu kianana. B 90% ciyuaes CJIA nHaOmomaercs
MMEHHO KIJIANaHHBII CTEHO3 JierouHod aprepuu. IIpu naHHoM
BIIC nerounslii kj1anaH UIMEET aHOMAJIBHOE CTPOEHHE, HATIpUMED,
OMKyCIMIQIBHBIA (JBYCTBOpYATHIA) WM JUCIUIACTUYHBIH, Kak
nipu cunapome Hynan. HGyHImMOyIsipHbI cTeH03 HabmonaeTcs
kpaiiHe penko B coueraHun ¢ JIMOKII mmm Terpaga ®Pamio.
HanxnananHelii CTEHO3 JIETOYHOTO CTBOJIA HAOJIOAACTCSl TPH
BPOXKJEHHOM KpacHyXe WM IpU CHUHApoME BuibsimMca, s
KOTOPOTO XapaKTepHBI OMpeJeJeHHbIE YepThl JMna (JIMLO
ab(]a), HapyIIeHHEe YMCTBEHHOTO PA3BHUTHSL, THIIEPKaIBIIMEMHUSI.
[lepudeprueckne  CTEHO3BI  JIETOYHOTO  CTBOJA,  4acTo
HaOJrofatoIuecss y HOBOPOXKACHHBIX, IPEACTAaBISIOT CO0O0M
CY’>KCHHE BETBEH JIETOUHBIX apTepHid, yallie Ha ypoBHe OudypKarmn
JIETOYHOIo CTBOJIA. BO3HUKHOBEHHE CTEHO3a JIETOYHOU apTepHu
00yCJIOBJIEHO MNEPBHYHBIM HapyLIEHHEM pa3BUTHs KJIalaHa,
HaOJrofaeTcsl CpallieHue, yTONIIEHHE, JaeopMaiys CTBOPOK
KJIaraHa JerouHoi aprepuu. COmyTCTBYIOIINE aHOMAJINU CepILa,
TaKue Kak Je(eKT MeXIpeacepIHOi MeperopoiKh, OTKPBITHIA
apTepHajbHbll MPOTOK, MOIYT YCHIMBaTb aHATOMHYECKUE
M3MEHEHMs KJIalaHa U KIMHUYECKYI0 KapTUHY ropoka [1].

CormacHO CTaTUCTUYECKUM JIaHHBIM, HW30JIMPOBAHHBII
creno3 JIA naOmomaercs B 10% ciygaeB Bcex BpOXIICHHBIX
NaToJI0ruit cepaua. OTHOIOTMYECKUMU (axropamu
BPOXKJICHHBIX TOPOKOB CepAlla MOTIYT OBITH OTSTOIICHHAS
HACIIECTBEHHOCTb,  HAJIMUUW€  JAPYTUX  HACJIEACTBEHHBIX
3a00JICBaHMH, CUCTEMHBIX WM META0OIMYECKHX 3a00JeBaHUM
y Marepd, MH(EKIMOHHBIE 3a00JIeBaHMSI Marepd Ha PaHHMX
Cpokax OepeMEHHOCTH, B YAaCTHOCTH, BHpPYCHBIC, IPHEM
HEKOTOPBIX MEMKaMEHTOB, IMEIOIUX ITOOOYHbIE TepaTOTeHHbIE
3¢ dexTbl, epBbie posibl B Bo3pacte Oosee 38 j1eT, MHOTrOIuIoAHAs
OepeMEHHOCTb,  OKCTpaKapAHWaJIbHbIE  aHOMAJIMW  IUIOJA,
XPOMOCOMHBIE 3200JIeBaHUS, HapyIIeHUs (heToraneHTapHoro
KpPOBOTOKA, HApyILIEHUS] CEpJIEYHOr0 pPUTMA IUIOJA, BKIIOYAs
anu3oanyeckue|2].

B 3aBHCHMOCTH OT JIOKAJIM3aLUH CYKEHUS COCY/IA BBLIEIISIOT
HaJKJIallaHHbIM, KJIAaHHbIM, MOJKJIANaHHBIA CTEHO3 JIErOYHOM
aprepun. Pasnmuaior KoMOMHMpOBaHHYIO (opMy 3aboseBaHMs
B CIIydasiX COUYETAHUsI CTEHO30B Pa3HOMH JoKanu3anuu camon JIA
nim B couetannu ¢ npyrumu BIIC. Kitanannas gpopma naronorun
quartocrupyercst npumepHo 'y 90% mnanuenros. Knanan
JIETOYHON apTepuu y MAIUEHTOB C BPOXJICHHOW MHaToNOruen
JIETOYHON apTepUH MOXKET MMETh aHOMAJIbHOE CTpOeHHe (OIIHO-
WM JIByCTBOpYAaTble KJamaHbl). XapaKTepPHbIM sl CTEHO3a

KJIallaHa SIBIAETCA ITOCTCTEHOTHYECKOE pPACIIMpPEHHE CTBOJA
serouHoit aprepuu. [lonkmanaHHbIE CTEHO3 XapaKTepU3yeTCs
BOPOHKOOOpA3HBIM CyXEHHEM COCyla WJIH aHOMAaJIbHBIM
PAacIOI0KeHNEM MBIIIIEYHOTO ITy4YKa, IPETIATCTBYIOMINM BEIOPOCY
KpOBH B JIETOYHBIM KPyr KpoBooOparieHus. M30mupoBaHHBINA
MOJIKJIANIAaHHBIA CTEHO3 JIETOYHOM apTepuu 4acTO COYETACTCS C
JIe(EKTOM MEKOKEITYI0YKOBOM Meperopoakd. HaakimarnaHHbIi
CTEHO3 YacTO BCTpedaeTcs Ha (oHEe CHHAPOMOB Buibsmvca u
Hynana. /lanHast aToI0THs BCTPEYAETCs B BUEC MHOKECTBEHHBIX
nepuepruyeckux Cy)KeHHi, MeMOpaHbl, JIOKaJIN30BaHHOTO
cyxenuss Wi audy3HON rumomiazuyd. Pasmepsl [paBoro
JKeTyJI0YKa ¥ TPEXCTBOPUYATOrO KJamaHa Yy MAalueHTOB CO
CJIA o0praHO B mpenenax HOpMbl. CTEHO3 JIETOYHOW apTepuu
3aTpynHSAET KPOBOOOpAIIEHHE, B PE3yIbTaTe 4Yero BO3pacTaeT
TPAJMCHT JIABICHUS MEXKIY MPAaBBIM JKEITYTOYKOM H JIETOYHBIM
KpyroM  KpoBooOpamieHusi.  [laromormdeckoe  CTpoeHHE
BBIBOJISIILIETO OTAETA MPABOTO KETyAOUKa SBISACTCS MPUIMHON
CHCTONMYECKUX TMEepPerpy30K MHOKap/a, KOTOPbIE CO BPEMEHEM
NPUBO/ST K TUNEPTPOOUH MUOKap/a W IMPABOKETYI0YKOBOU
HEOCTaTOYHOCTH [3]

Kmuanueckne mnposienenns CJIA  HampsMyro 3aBHUCST
OT CTENeHH CTeHo3a. beccnMmToMHOE TedeHne 3a00IeBaHUSA
HaOMrOaeTcss P MUHUMAIILHOM CyXeHuu JIA, mpu KOTOpOM
TPAJMCHT JABICHUS MEXKIY MPABBIM JKEITyTOYKOM U JIETOYHOU
aprepueit 10 40 mm pr. ct. [Ipu cpenneii crenenu ctenosa JIA
JIAaHHBIN TpaJWeHT naBieHus B npenenax 40-70 MM pr. cT,
HaOJFOATOTCSl TIOBBIMICHHAS YTOMJIIEMOCTh W OBIINIKA MPU
(usnyeckux Harpyskax. Kputudeckuii CTEHO3 COMPOBOKIACTCS
CHUMITTOMaMH CEp/IeYHOI HEeJOCTaTOYHOCTH, BBI3BAHHOHW ITPaBO-
JIEBBIM COPOCOM KPOBH Yepe3 OBaJIHHOE OKHO, B BHJE IMAHO3a U
OJIBIIITKY, TPAJAUEHT AaBieHus cBbime 70 MM pT. cT. [4].

EnuncTBeHHO d(dexTuBHBIM crocooom nederus CIIA
SBISIETCSI  XUPYPTUYECKOE BMEIIATENIbCTBO — YCTPaHEHHE
cteHo3a. OmepaTuBHOE J€UCHHE PEKOMEHIYETCS MalMeHTaM CO
CpenHel cTeneHpro cTeHo3a U kputrudeckuM CJIA. MuHUMAaITbHBIH
CTEHO3 JITOYHOH apTeprH ONePaTHBHOMY JICICHHUIO HE TOIJICHKHT,
MHOTIa HAOIIOAAeTCs CAaMOIPON3BOIBHOE HCUE3HOBEHUE CTEHO3A.
Xupyprudeckasi TAKTHKA 3aBUCUT OT CTETIEHH CTEHO3a U TSHKECTH
coCTOSHMA marmeHTa. IlammeHtam ¢ KPUTHYECKHM CTEHO30M
JIA omeparusi mMpOBOTUTCST B TEPBBIE MeCSIbl JKuU3HU. [Ipu
cpenneii crenenn CJIA cpokm omeparuBHOTO JedeHus - B 5-10
net. V30mupoBaHHbIA KiamaHHbld cTeHo3 JIA moapasymeBaeT
MIPUMEHEHNE BaJIbBYJOIUIACTHKH: SHAOBACKYIISIpHAs OaIoHHAS
WITH OTKPBITAs BAJIbBYIIOIUIACTHKA. BalllloHHAs aTprOCEenTOCTOMUS
TpeOyeTcsl marnueHTam ¢ KpuTwdeckuM creHozom JIA. [lpu
HekoTopbiX (hopmax CJIA HakIaAbIBAIOTCS CHCTEMHO-JIETOYHBIC
AQHACTOMO3Bl. PEKOHCTPYKTHBHBIE OIEpAIlA C IMPUMEHEHHEM
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3aIuIaThl U3 ayTONEPHKAPIA WM KCEHOIICPUKAP/Ia IPOBOIST [IPU
HaJKJIalIAaHHOM CTEHO3¢ B 00J1aCTH Cy)xeHus [S].

OnucaHue cny4as

HpI/IBO,Z[I/IM JJaHHBIC COOCTBEHHOI'O HaGJ'IIOHCHI/IH

nanueHTa A. B Bospacte 8 mecsieB peOSHOK IOCTYNHI B

W3 anamHe3a JKM3HM H3BECTHO, 4YTO pPEOEHOK OT
2 OepeMEHHOCTH, TPOTEKaBIeH 0e3 O0coOeHHOCTEH, 2
CaMOCTOSTENbHBIX POJIOB, Ha 36 TecTalMoHHOW Henene. Bec
npu poxkaeann 3500 1, poct 53 cMm. AmeproanamHes: cO CJIOB
Marepy aJUICPIrHYCCKUX PEaKIuil He ObLIO0, JICKAPCTBCHHOU
HenepeHOCUMOCTH He oTMeuaeT. [IepBbIii peOEHOK yMep B BO3pacTe
8 mecsie ot He BepuduimporanHoro BIIC (1okyMeHTaIbHBIX
JIAaHHBIX HET) Ha ()OHE CHHApPOMA «BsUION KOXkK». TyO. KOHTaKT
oTpuiaeT. B HOBOpoXkIeHHOM BO3pacTe peOeHOK IPOOTIEPUPOBAH
TI0 TIOBOJIY THITEPTPOGHUPOBaHHON (POPMBI THIOPOCTEHO3a, TOT/A
e Obu1 BeIcTaBiIeH nuarHo3 «BIIC. CreHo3 neroyHoii aprepun
ymepennsiii. OOO. HK 0. I[TaxoBo-MommoHO9YHAs TphIKa CIIpaBa.
Konstoranmonnast sxentyxa. IlepunaranbHasi sHiedanonarus
THITOKCHYECKU-UIIEMHYECKOTO TeHe3a, TOAOCTPhI  MepHo.
Cynopoxusiii  cungpoMm. BYMU, renepanuzoBanHas —¢opma
(IMB, repnec, Tokcomaa3Mo3?). BpoxneHHBIH THIOTHpEo3?
Xouapoauctpodusa?». B ganpHeiimem, crnycts 3 Mecsia mocie
MMAJIOPOILUTACTUKH, OTMEYAJICA NEPUOINYCCKU CyXOﬁ KalicJib,
KOTOpBI HOCWJI HaB34MBBIM Xapakrep. I3 mnepeHeceHHbIX
3a00JIeBaHUII — 4YacThle MPOCTYbl, OpOHXHTHL. B deBpaie
2013 roma HaxoAWJCS HAa CTAIIMOHAPHOM JICYCHUHU IO TIOBOILY
ITHEBMOHHH, OCJIOKHEHHOH OPOHXOO0OCTPYKTUBHBIM CHHIPOMOM
B IyJIbMOHOJOTHYECKOM OTJCNCHUH JAETCKOTO CTallMoHapa.
KoncepBatuBHOe JeueHHe OpPOHXOOOCTPYKTHBHOTO CHHIPOMA
obut0 HeadexTrBHBIM. Torma e ObUT BBICTABJICH HATHO3
«DUOPOIITACTO3 JETKUXY.

B nuHamuke 1ociie KOHCYJBTAllMK KapAHOXUpypra, Oblia
PEKOMEHIOBaHA TUIAHOBAs TOCHHMTANM3AIMA Ha OIEPATHBHOE
neyenue BIIC B kaproXHpyprudecKyro KIMHUKY.

Knuangeckuii cTaTyc - mpu MOCTYIUICHUH B HAITy KITHHUKY
cocrosiHue Tsokenoe 3a cuet BIIC, ponosoit maronornu. CozHanue
sicHoe. PeOeHOK Ha OCMOTp pearupyer criokoiHo. [TpaBuiisHOTO
TEJIOCIOKEHMsI. YIOBIETBOPUTENILHOTO THUTaHusl. PocT 68 cwm,
Bec 8205-r. TIIIT- 0,41. KokHble TIOKPOBBI OJICAHBIC, CBHCACT
ckiagkaMu. CKIIaq9aTocTh KOKHBIX TOKPOBOB BRIPaKEeHA Ha JIUIIE,
B BerHeﬁ YacCTH TYJIOBHUIIA, & TAK)KEC Ha KOJCHAX U 3alACTbAX]
TPy W KHUBOT OTBHCIbIC. JIMIIO MMeeT ruiayyIee MedanbHoe
BeIpakeHne. OTMeUaeTcs MacTO3HOCTh, TYProp TKaHeH CHIKEH.

Tepudepuueckue TuM(pATHYSCKUE y3JIbI HE YBEIUYCHBI.
3eB CIIOKOMHBIH, HAJICTOB HET. J[pIXaHKe Yepe3 HOC — CBOOOIHOE,
Y1 =30 B | mun. ['pynnas kieTka He n3MeHeHa. [lepKyTopHbIi
3BYK HaJ JICTKUMM: JIErO4YHbBIN. B Jjerkmx JABIXaHHUEC KCECTKOC,
IIPOBOAUTCA 110 BCEM IOJIAM, XPHUIIbI IIPOBOHBIC. Tonsbl cepama

KapIUOXUPYPIrU4ECKyl0 KIMHHUKY B IUIAHOBOM IIOpSJKE C
*ajo0aMu, CO CJIOB MaTepH, Ha YacThIe TPOCTY/IHbIC 3a00JICBaHNS,
OpOHXHTBI, OJBIINIKY TIPH HAarpyske, I[HaHo3, YCHJIMBAIOLIMICS
npu Iiade win OecrokoiicTBe. DOTO mpencTaBieHbl HIKE,
paspenieHre Ha (GOTOCHEMKY U IyOJMKAIMI0 CHUMKOB B3SITO Y
matepu (DPoTo).

PUTMHUYHBIC, CUCTOTMYCCKUM IIIyM HaJ JISTOYHON aprepueit. AJl
90/45. mm.pr.er., HCC 130 yn/mun. Caryparus 97%. Ilynsc
VIAOBICTBOPUTEIIbHBIN. [IONKOKHBIC BEHBI 03 OCOOCHHOCTCH.
[ynbcarmsi mepudepruvecKix apTepuil  yAOBICTBOPUTEIIbHAS.
SI3BIK 4MCTHIN, BIaXHBINA. JKHBOT yJ4acTByeT B akTe JbIXaHUS,
msrkuit. [Tegens +1,0 cM n3-niox kpast pedeproit myru. Cene3eHka
He yBennueHa. PHU3HONOrMYECKHE OTHPABICHNS HE HAPYIICHBI.
MouencnyckaHue HOpMaIbHOE.

Pesynbratbl NabopaTopHO-UHCTPY-

MeHTallbHbIX MCCﬂe,D,OBaHVIVI

JlaGoparopHble 1aHHBIe: 00N aHAIN3 KPOBH - JICHKOIIMTO3
no 10,5 ¢ mumdorurozom 10 73%, OHOXMMUYECKUN aHAIN3
KPOBU - TUIIONPOTEUHEMUSI.

MHUKpOOMOJIOTHYECKHE — WCCIIENOBAaHUS: -  BBICESIHBI
Enterococcus durans 1*105, Staphylococcus —aureus 3*103,
nposxoxeBbie Tprokn Candida.

OXOKT - xopenb aopts 1,1 cMm, JIA crBon 1,0 cM, mpaBast
BetBb 0,29 cm, nesas 0,66 cm. JDK KJIP 2,4cm, KCP 1,3 cwm,
JIIT anuk. 2,0%¥2,3 cm, KJIO 7.4 ma, KCO 2,9 mn. T3CJDKxa
0,45cm, TMXKIIn 0.44cm. Ipassnii sxemynouek 1,44cm, mpaBoe
npeacepaue 2,0-2,2 cM. YCKOpPEH TpaJUeHT y YCTbs IpaBoi
JierouHou aprepuu 10 85 MM.pr.cT. 3akmouenue: BIIC: YerseBoit
CTEHO3 C THUMNOIUIA3UEeH MpaBOd BETBU JIETOYHOW apTepui.
Kameps! cepana He yBemuueHsl. HacocHas u cokpaTutenbHas
¢yuxkuun JDK ynosnerBoputensusie. @B 60%. ['mneprpodun
MHUOKapza HeT. TpukycnujanpHas perypruranus 10 1 cremneHu.
JlononHurtensHas amnMKanbHas XoOpAa B IOJOCTH  JIEBOIO
KETyJ0uKa.

OKI' — purm cunycoBelii ¢ UHCC 149 B munyty, 50C
OTKJIOHEHA BIPaBO, BEPTHKAIbHAS TO3UIIHSI, TPHU3HAKH THITOKCHA
MHUOKap/a, HapyIIeHUs] BHYTPUKETYA0UKOBON IPOBOAUMOCTH MO
IpaBoii HOXKe myuka [uca.

KT anrnomynsmonorpadus: - Ha cepun nosmydeHHbix KT
AQHTHOTPaMM OTMEYalOTCsl BBIP@KCHHBIE apTe(akThl CepAeUHbIX
cokpateHuil. Onpenensercs CTeHO3UPOBaHUE MPaBOIl JIETOYHON
apTepuH /10 2,8 MM, Ha MPOTSKEHHUH JI0 7 MM OT YCThst OndypKanuu
n OmmKe K BBIXOJHOMY TPAKTy IPaBOro jkenmyjouka. Jlumamerp
ctBosia JIA o 7 mm. duamerp IJIA - no 4,7 mm. Juametp JIJTA
- 10 5 mm. [lnametp Iyru aopThl 10 6 MM. JlnameTp HUCXOMSIIETO
oraena rpyaHoit aopthl a0 5,5-6,0 mm. 3axmouenue: KTA-
KapTHHA CTeHO3a (TUIOIUIa3UH?) YCThsI PaBOi BETBH JITOYHOU
apTepHu.
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KT nerkux- KapTHHA JIETOYHON TUIIEPTEH3HH, C SIBICHUAMHU
ITHEBMOHHUTA.

YuuTeiBas aHAMHECTHUYECKHUE JaHHbIE (POACTBEHHBIN Opaxk,
y 1 pebenka (neBouka) umencs BIIC Ha one cuHIpomMa «BsuIoi
KOXKI», B 8-MECSIUHOM BO3pACTe peOCHOK ymep ), HDeHOTUITMIECKUE
MPU3HAKH, CBUJICTENbCTBYIONINE O MATOJIOTHH COCAMHHUTEIBHON
TKaHH, B YACTHOCTH, KOXKH («CKOPOHBIN BUI», KPIOYKOBATHII HOC,
MHOKECTBO KOXKHBIX CKJIAJIOK Ha JIMLIE, TYJIOBUIIE U KOHEYHOCTSX,
HU3KAN JpeOe3Kaluii ToJI0C, BUCAYNE YIIM W T.J.), HAJINYHE
BpokaeHHoil maronorun JKKT (mmmopoctenos), martoiaoruu
aerkux (¢pudposnacTos), pemeHo ObUIO MPOBECTH MOBTOPHYIO
KOHCYJIBTALMI0 TEHETHKAa, KOTOPBI HW3HAYaIbHO HCKITFOUMII
XPOMOCOMHYIO TaTOJIOTHIO M 3arOf03pHII XOHPOAUCTPOPHUIO.
IIpyu TMOBTOPHOW KOHCYNBTALMHM Te€HEeTHKa auarHo3 «CHHOIpOM
«BAJOM KOXM» OBUT TOATBEPXJEH, COOTBETCTBEHHO IHArHO3
«XoHApOIUCTPODHSD) ObLIT CHST.

YuuThiBas KIMHUKY 3a00jieBaHus (OIBIIIKA, CI1a0OCTh),
Hanuuue BIIC B Buzie yMepeHHOro KJIaaHHOTO CTEHO3a JISTOYHOH
apTepHH, COITY TCTBYIOIIETO 3a00JieBaHuUs ((PHOPOIIACTO3 JIETKHX ),
(hOHOBOI TeHETHUECKOW MAaTOJOTMHM B BUJIE CHHIPOMA «BSUIOW
KOKI OBUTO PEIIeHO - BO3ECPIKATHCS OT OMEPATUBHOTO JICUCHUS
C TIOCNENYIOIIUM PEryJspHbIM JIUCIIAHCEPHBIM HaOIIOICHHEM.
PeGeHok ObLT BBIIIMCAH 110 MECTY KUTEIbCTBA.

O6cyxaeHune

JluHaMudeckoe HaOMIONCHUE KapauoJoTa 3a COCTOSHUEM
pebeHka B aMOyIaTOPHBIX YCIOBHUAX B TEUCHHUE 6 JIET ITOKA3aIIo,
YTO MMECTCS IOJIOKUTENbHAs MHHaMHKKa Ioka3areireli DXOKI
(Tabmuma 1).

Ta6 1 Junamuueckas kapruna 9XOKI -nokasareneit
EXDILIITED y marnuenTa A. B KaTaMHe3e (B TeueHue 6 JeT)

GroupI(n=21) |Groupll (n=19) |p-value
Age (years) 52.76 £ 10.5 56.57 +13.29 0.588 *
Gender
Female 13 (61.9) 11 (57.9) 0.796**
Male 8(38.1) 8 (42.1)
BMI (kg/m2) 27.8+4.17 28.13 +3.14 0.774*
Level of Education
Illiterate 3(14.3) 4(21.1)
Primary 10 (47.6) 8 (42.1)
Secondary 2(9.5) 2 (10.5) 0.842**
High school 3 (14.3) 4(21.1)
University 3(14.3) 1(5.3)
Duration of disease |55.6 + 44.4 36.7+27.0 0.101*
(months)
Chronic disease
No 7 (33.3) 8 (42.1) 0.567**
Yes 14 (66.7) 11 (57.9)
Orthosis use
No 13 (40.6) 11 (34.4) 0.784**
Yes 19 (59.4) 21 (65.6)

*Mann-Whitney U test
**Chi-square test

[Tpu aHanu3e JaHHBIX, IPEJICTABICHHBIX B TAOIUIIE, BUIHO,
YTO MMEETCS MONOKUTENNbHAsT JUHAMUKA KIIMHUYECKOH KapTHHBI
CJIA.

B Hacrosimee Bpemss  peOeHOK — HaOmromaercst y
SHJIOKPUHOJIOTA C JMAarHo3oM: «BpOXKIEeHHBIH THIIOTHPEO3».
Iomyuaet L-tupoxcun no 50 mr 1 pa3 B aeHs ¢ 5 mecsnes. Kpome
TOro, peOCHOK COCTOUT Ha J[-ydere y IylnbMOHOJIOTa MO MOBOY
OpoHXHaNBHOM acTMbI Ha oHe Gudpo3IacTo3a JErkux.

3akntoyeHue

B aTHONOrMK BPOXKICHHBIX MOPOKOB CEPJLAa ONMPEEICHHO
UMEIOT 3HA4eHHE TPU OCHOBHBIX (haKkTopa: TIEHETHYECKOe
HACIICIOBAaHUE  IIOPOKa;  BO3ACHCTBHE  (DAKTOPOB  CPEBl,
OKa3bIBAIOLIMX IATOJOTMYECKOE BIMSHHE Ha 3MOpUOTeHe3
¢ ¢dopmupoBaHHeM SMOpHO- ©  (ETONaTHii; COYeTaHHe
HACIICACTBEHHOM IIPEIPacHOIOKEHHOCTH M IATOJIOTHYECKOro

BIMSHHASL ~ Pa3iMYHBIX  (akTopoB  cpenpl.  [eHeTmyeckoe
HACJTICIOBAHHE TIOPOKa MOKET OBITh  OOYCIOBICHO Kak
KOJIMYCCTBEHHBIMH M CTPYKTYPHBIMH  XPOMOCOMHBIMH

abeppamusamu (5%), Tak U MyTareld onuHOYHOTo TeHa (2-3%).
Ponp  HacnenCTBEHHO-TEHETHUECKOTO (haKTopa  JOKA3BIBAIOT
CIlydad HaJIM9usi BPOXKACHHBIX TTOPOKOB CEeplia ¥ HECKOIBKUX
YJICHOB OJTHOW CEMBH (UTO UMEJIO MECTO B JAHHOM KIIMHHYECKOM
clydae, W TIOATBEP)KIACT HACICJOBaHWE I10 ayTOCOMHO-
JOMHHAHTHOMY THITY), @ TaKk€ Yy POACTBCHHHKOB 2-ii W 3-if
CTETICHU poACTBa [6].

VYV Hamero namMeHTa HMMEET MECTO «CHHIPOM BsUIOW
KOKI», KOTOPBIH SIBISICTCS TEHETHYECKH JETePMUHHPOBAHHBIM
CHHJPOMOM, aCCOLMHPOBAHHBIM C BPOXXICHHBIMH TOPOKAMHU
Pa3BUTHS BHYTPEHHHX OPTaHOB: IMMJIOPOCTEHO3, (hHOpO3IacTo3
nerkux, BIIC B Buae yCTBEBOTO CTEHO3a IJIETOYHON apTEpHH.
YHHUKaJIbHOCTh JaHHOTO KIMHUYECKOTO CIydas 3aKITI09aeTcs B
TOM, 4TO cTeHO3 JIA caMoIpon3BOIbHO KynupoBasics. BozamoxHo,
Takas [UHAMHKa KinHHdecko kaptuHel CJIA cBa3aHa ¢
OCHOBHOM TEHETHYECKOM IIaTOJIOTHMEH, 3aKIIFOYarolIeicsa B
THIIEPINACTUIHOCTH COCTUHUTEIBHON TKaHW. HemamoBakHyIO
PO ISl TEeMOAWHAMUKHY B OacceifHe JISTOYHOW apTepHy MMeEeT
(hudponnacTo3 JETKUX y MAaHHOTO HanueHTa. s amekBaTHON
OIIEHKM COCTOSIHHSI COCYIOB JIETOYHOM apTepuu W cepama B
HACTOSIIMIA MOMEHT HEOOXOOMMO JETaJbHOE 00CIeI0BaHNE
ManueHTa B CTAalMOHApHBIX ycioBusix ¢ nposeneHueM KTA-
HCCTICIOBAHMUS 1, TIPU HEOOXOMMMOCTH, 30HINPOBAHIS MTOJIOCTEH
cepana u cocynoB. OmHAaKo, pOAUTENHN peOeHKa OTKa3bIBAIOTCS
OT CTaIOHApHOTO O00CIeOoBaHUA. PemeHo MpomomKuTh
KaTaMHECTHYECKOe HAOIIOIEHNE 32 TIAIMCHTOM B aMOYIIaTOPHBIX
YCIIOBHSX.

Disclosures: There is no conflict of interest for all authors.

Patient informed consent: obtained.
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