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. CEMEWHbIN 9HYHAIZ
HEOUW®PEPEHLUMPOBAHHOW OUCNIA3UUN COEOUHUTEINIbHOWN TKAHU
C NMNOJINOPIrAHHbIMU NMPOABJIEHUAMN Y CUBCOB

Knroyeenle cnoea: HedughpepeHyuposaHHas ducrnnasusi coeOuHUMeIbHol mKaHu, cubesl,
cemeliHbIl cryyal, nouopaaHHbIe NMPOSIBNIEHUS, meparnesmudyeckasi makmuka, oucriaHcep-
Hoe HabnodeHue, mexoucyunnuHapHbil nodxod, cucmemHoe 3abonegaHue coeduHUMerb-
HOU mKaHU.

HedugepeHyuposaHHas ducrnnasusi coeOuHUmMenbHolU mkaHu rnpedcmaesrnsem cobol ee-
Hemuy4ecku demepMUHUpPOBaHHOe cucmeMHoe 3abornesaHue, xapakmepusyrujeecsi deghek-
mamu 80JI0KHUCMbIX CMPYKMYyp U 8HEK/IeMOYHO20 Mampukca, Ymo rpusodum K ronuop-
2aHHbIM riposierieHusM. [JuazHocmuka HedughghepeHyuposaHHoU ducnia3uu coeduHuUmerb-
HOU MKaHU CoXHa U3-3a omcymemeusi yHUGUUUPOBaHHbIX Kpumepues u mpebyem Kom-
M/1€KCHO20 KITUHUKO-2eHeano2u4eckoao nooxooda.

Uenb — Ha KIuHU4YecKoM rpumepe npodeMoHcmpuposams 0cobeHHocmu cemMelHol Hedug-
gpepeHyuposaHHoU ducrnaduu coeduHumernsHol mkaHu y cubcos. [NpedcmasrneHsl pe3yrib-
mambl 0bcriedosaHusi u nevyeHus poOHbIx 6pama (33 2o0a) u cecmpesli (32 2oda) ¢ HeOughghe-
peHyuposaHHoU ducrnnasuell coeduUHUMenbHOU MKaHU, 20CUManu3upo8aHHbIX 8 Kapouoxu-
pypaudeckoe omdeneHue. [lposedeHbl 0ObuWeKnuHUYecKue, buoxumuyeckue, UHCMPYMEH-
maribHble uccredosaHus (anekmpokapouoespaghusi, Ixokapduoepaghusi, Ypecnuujeeo0Hasi 3Xo-
Kapduoepachusi, KOMMbIOMepHasi momoepaghusi aopmel, KOpOHapoaHauospagusi, CymoyHoe
MOHUMopUposaHue arekmpokapduoepaghuu U apmepuarnbHo20 0asneHusi), aHanu3 aHam-
HECMUYECKUX U 2eHearioeudeckux OaHHbIX. Y 0boux nayueHmoe ebiserieHa omsicouleHHasi
HacrnedcmeeHHOCMb (omeuy uMmes1 8pOXOeHHbIU MOPoK cepdua, nepeHec uHgapkm muokapda
U ocmpoe HapyuweHue Mo3208020 KposoobpalleHus). Y 6pama duazHocmuposaHsl 08ycmeop-
YamblIll aopmaribHbIl KnanaH, aHeepudma cuHycos Barnbcanbebi (5,15 cm), Mukcomamo3aHasi
OeeeHepayus MumparnbHO20 KnanaHa ¢ nponarncom 2-U cmerneHu, aHespusma mexrnpedcepo-
HoU nepe2opodKu, y cecmpbl — MUKCOMamo3aHasi 0eceHepauyusi MumparibHO20 KrianaHa ¢ npo-
nancom 3-U cmeneHu u MumparsnbHoU peaypeumayuel 3-Ui cmeneHu, aHespusMa HeKOpoHap-
HOoeo cuHyca Barnbcanbebi (33x45 Mm), pacwupeHue aopmsl Ha yposHe cuHycos Barbcarbebi
(4,1 cm). Oba nayueHma ycrewHo rnepeHecnu kapouoxupypaudeckue emewamersniscmea. llo-
MUMO KapOuarnbHOU rmamosoauu y nayueHmos 8bisienieHbl NouopeaHHbIe MPOSIBIEHUS CKO-
U03, nnockocmonue, MUOMUST, XPOHUYeCKUl ruenoHegpum, OUCKUHE3UsT Xen4e8bli8o0suux
nymed, bunuapHbIl cnadx, eemaHauoma redeHu. lNpedcmaesneHHoe HabndeHue noomeep-
Xx0aem HacriedcmeeHHbIl xapakmep HedughghepeHyuposaHHOU ducrnazuu coeduHUMeTbLHOU
mKaHU ¢ OOMUHUPYIOWUM MOPaxeHuem cepOedyHo-cocyducmoli cucmembl U WUPOKUM CrieK-
mpom akempakapouarbHbIX heHOMUMUYECKUX rpu3Hakos. [podeMoHcmpuposaHa Heobxoou-
mMocmb MexoucyunuHapHoeo nodxoda (meparnesm, kapouoroe, Kapouoxupype, 2eHemuk),
paHHel dua2HOCMUKU U C80E8PEMEHHOU XUpypau4yecKol KoppeKyuu rnopokos cepdua. onzo-
CPOYHOE meparnesmu4YecKoe ConposoXOeHuUe nayueHmos ¢ cemMeliHbIMU ¢ghopMmamu Heoughghe-
peHyuposaHHoU ducria3uu coedUHUMerbHOU MKaHU, BKIYarWee KOHMpPOsib apmepuarb-
HO20 0asrieHus], aHmMuaurnepmeH3USHYI0 U aHmuazpeaaHmHyto meparnuto, MOHUMOPUHE pas-
Mepo8 aopmbl, IeHeHUEe XPOHUHYECKO20 rnuesioHeghpuma u bunuapHoU namoroauu, sensemcsi
06s13ameribHbIM ycrio8ueM npoghunakmuKU OCHOXHeHUU U yyqUWeHUs Kadecmesa XU3HU.

BBeaeHue. [Qucnnasns coeguHutensHon TkaHn (OCT) npeacraensieT cobom reHe-
TUYECKM JETEPMNHUPOBAHHOE HapyLLEHNE Pa3BUTUS COEOUHUTENBHON TKaHU B 3Mbpu-
OHarnbHOM U1 NOCTHAaTanNbLHOM nepuoaax, KoTopoe Xxapakrepusyetcs AedekTamm BOSOK-
HUCTbIX CTPYKTYP M OCHOBHOIO BELLECTBA, MPUBOAALLMMN K pacCTPONCTBY romeocTasa
Ha TKaHEeBOM, OPraHHOM W1 OPraHNM3MeHHOM YPOBHsIX [2, 4]. CoegnHUTENbHAsA TKaHb CO-
crtaensiet 6onee 50% macchbl YerOBEYECKOro Terna M BbIMONIHAET MHOFOYUCIIEHHbIE
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YHKUMKN: TPOUYECKYIO, OMOPHYI0, MEXaHNYECKYHD, romeocTaTnyeckyto [14]. B oc-
HoBe chopmupoBanusa ACT nexat Hacnegyemble MyTauum reHOB, KOOUPYIOLLMX CUH-
Te3 KonnareHa, CTPYKTYpHbIX 6enkoB 1 6enKoBO-yrneBoAHbIX KOMMMEKCOB, a Takke
depMeHTOB 1 KOPAKTOPOB K HUM [2, 4, 15].

TpaguuMoHHO BbIAENAT AnddEPEHLMPOBAHHbIE (CMHAPOMArbHbIE) U He-
anddepeHumnpoBaHHble dopmbl ACT. OuddepeHumpoBaHHbie opmbl (CUHOAPOM
MapdaHa, cuHgpom Snepca—[aHnoca, HeCoOBepPLUEHHbIN OCTEOreHes 1 Ap.) Xapak-
TEPU3YIOTCH YETKUMU KITMHUYECKUMU U FTEHEeTUYECKUMU KpuTepuamm [2, 7, 12, 15].
HeanddepeHumnposaHHasa aucnnasusa coegmHuTensHon TkaHu (HOCT) gunarHoctu-
pyeTcsl B TeX criyyasix, koraa Habop heHOTUNUYECKNX NPU3HAKOB HE yKNaablBaeTcs
HW B OAVH 13 N3BECTHbIX CMHOPOMOB, OAHaKO CBUOETENLCTBYET O HANIMYMKN CUCTEM-
HOro coeanHUTENBHOTKAHHOIO AedekTa [2, 5]. PacnpoctpaHeHHocTe HOCT B nony-
naummn pgocturaet 20-80% [2, 4, 11], Npu 3TOM MPOSABNEHUss MOryT 3aTparvBaTb
NpakTUYeCKn BCE OpraHbl U CUCTEMbI: CKENET, KOXY, CepAeYHO-COCYANCTYI0, HEPB-
HYH0, NULLIEBAPUTENBbHY, MOYEBbIAENUTENBHYIO CcUcTeMsI [2, 6, 11, 18].

Ocoboe mecTo cpean knuHmndeckux nposieneHnin HOCT 3aHnmaeT kapamoBac-
KynsapHasa naTonorng, Kotopasi B 3Ha4YMTeNbHOW CTENEHN onpeaensieT NporHo3 u Ka-
YeCTBO XM3HW naumeHTos [4, 10, 13]. K Hanbonee yactbiM cepaevyHo-CoCyancCTbIM
M3MEHEHUAM OTHOCAT NpOofanc MUTPanbHOro KranaHa, MMKCOMaTO3HYI0 AereHepa-
LUMIO KNnanaHoB, aHeBpPU3MaTU4ECKOe paclLUupeHne aopThbl, NOXHbIE XopAdbl NeBOro
Xenyaodka, HapyLlleHns putma u nposogumoctu [2, 4, 9, 10, 24, 26]. No gaHHbIM
pasnu4yHbIX aBTOPOB, HapyLLeHusa putMa u nposoaumoctu npy HOCT pernctpupy-
toTcs y 64—95% nauymneHTos [10]. AHeBpu3ma aopTbl, 0COBEHHO Y KL, MOSIOAOro BO3-
pacTta, Hepeako accouumnpoBaHa ¢ ICT n npeacrtasnseT yrpo3y paspbiBa, Tpebyto-
LLIYtO CBOEBPEMEHHOWN AMarHOCTUKM U XMpypruyeckon koppekuum [16, 22, 25].

[MonvopraHHOCTE NMOpPaXeHusi, OTCYTCTBME eAVHbIX AMAarHOCTUYECKUX KpuTe-
pueB n crioxxHocTb Bepudukaumm HOCT genatoT aTy npobnemy mexagucumnivHap-
HOW, 3aTparvBaroLlen MHTePeChl KAPANONOroB, PEBMAaTONIOrNOB, FEHETUKOB, XMPYProB
1 apyrux cneumnanuctos [13, 14]. Ocoboro BHYUMaHUSA 3acCny>XMBatT CEMEVHbIE Cry-
yan HOCT, aHanu3 KOTopbIX NO3BONSAET NPOCNEeAWTb HAacNeACTBEHHYIO Npupoay 3a-
GoneBaHus 1 BbISIBUTb 3aKOHOMEPHOCTU DeHOTUNNYECKON peanu3auun [8, 12].

BaxHenwas ponb B nepsnyHomM BbisiBneHnn HOCT npuHagnexuT Bpady-Tepa-
neBTy amOynaTopHOro 3BeHa. B coBpemMeHHOI nuTepaTtype nogvyepkMBaeTcs, YTO
pubpombiweyHas gucnnasus (kak OAMH M3 BapuMaHTOB COCYAMCTbIX HapyLUeHWn
npu OCT) yacto ocTaeTcs Hepacno3HaHHOW, NOCKOMbKY MHOMME Bpayn CHMTaloT ee
peakon, Toraa Kak JaHHble CBUOETENbCTBYHOT, YTO OHa BCTpedaeTcs Y 4% B3pOChbIxX
XeHwuH [21]. MaumenTol ¢ OCT Hepenko NnpeabsaBnaioT pasHoobpasHbie Hecnewm-
duyeckne xanobbl Ha ronoBHbIe 6onK, WyM B yLiax, acCTeHWIO, apTpanruv, Bereta-
TUBHYHK ANCHYHKLMIO, YTO 3aTpyOHAET CBOEBPEMEHHYHO ANArHoCTuKy [23]. MIMeHHO
TepanesT, OLEHMBAs COBOKYMHOCTb (PEHOTUMMYECKUX MPU3HAKOB, CEMENHBIN
aHaMHe3 ¥ MONMOPraHHOCTb MOPaXeHWs, MOXET 3anofdo3puTb CUCTEMHOe 3abonesa-
HVMe COeQUHUTENBHOM TKaHU U HaNpaBUTb NauMeHTa Ha A0NOMHUTENbHOE yrnybneHHoe
obcnepoBaHue. CornacHo MeXayHapoaHOMY KOHCEHCYCY, BeleHVe Takux naunMeHToB
TpebyeT yyacTusi KapgamnornoroB, COCYANUCTbIX XMPYProB, He(POoroB 1 HEBPOSIOIOB,
YTO noavepkMBaeT HeobXOoAMMOCTb KOMMIEKCHOrO Noaxoda C CaMoro Hadana amarHo-
cTuyeckoro noucka [17]. KnuHudeckuii CnekTp peakunx Backyronatui, Bkrtodasa pmbpo-
MbILLEYHYIO AMCNNa3unio, BecbMa BapuabeneH: oT HEBPOMOTMYECKMX NPOSIBIEHWN
00 abgoMuHanbHbiXx Gonen, 4To Takke HeobXoOMMO Yy4uTbiBaTb TepaneBTy
npu andpdepeHumansHon anarHoctuke [20].
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Llenb paboTbl — Ha KNMHMYECKOM NpUMeEpPe NPOAEMOHCTPUPOBaTL OCOBEHHO-
ctn cemenHon HOCT y cmubeos.

B kapamoxupyprudeckom otgeneHmn Pecny®nvkaHCKOro Kapamonornyeckoro
ancnaHcepa r. Yebokcapbl Habnwoganucb 1M nonyyanu nevyeHve ga nauueHTta —
poaHble 6paT un cectpa (cmbckl) — ¢ BepudpmumpoanHorn HOCT n nporpeccupyto-
LMK Nopokamu cepaua.

MaumeHTbl 6bINM rocNMTanM3MpoBaHbl B MaHOBOM MOPSIAKE AS1s onepaTUBHOM
KOppeKuumn BbISIBFIEHHOW KapAnanbHOW NaTonormm B CBA3M C NPOrpeccupoBaHnEM
cepaeyHon He4OCTaTOYHOCTU.

B xoge ctauMoHapHOro nevyeHus NpoBeAeH KOMMIEKC OOLEKNMMHNYECKuX, na-
BGopaToOpHbIX M MHCTPYMEHTAIbHbIX MCCrefoBaHui: anekTpokapaunorpadusa (OKI)
B MOKOE, CYTOYHOEe MOHuTopupoBaHne JKI; CyTOYHOE MOHUTOPUPOBAHWE apTepu-
anbHOro AaBrfeHus; TpaHCTopakanbHasi U 4YpecnuuieBogHas 3xokapauorpadus
(Ox0-KT, Yl-9xo0-KI); komnbtoTepHasa Tomorpadus (KT) aopTbl, MynbTUCNnpanbHas
KOMMbOTEPHAA TOMOrpacusa OpraHoB rpyaHON KNeTKU C KOHTPACTHbIM yCUreHuem
(MCKT OfIK c KY); kopoHapoaHruorpadus (KAI); peHTreHonornyeckune metoabl Uc-
CrnefoBaHus; yNbTPa3ByKOBOE UCCIE0BaHNE OPraHoB OPHOLLIHOM NOIOCTU U NOYEK,;
nabopaTopHble MeToAbl: OBLWMI aHanu3 KpoBW, OOLLMI aHanmM3 MoYu, Koarymno-
rpamMmma, GUOXMMNYECKNIA aHANU3 KPOBU (NMUMUAHBLINA NPOUnb, KPEaTUHWH, 3NEKTPO-
NNTbI, MapKepbl BOCNaneHus).

MpoBogunca cbop aHaMHEeCTMYECKMX AaHHbIX, aHanuM3 HacneaCcTBEHHOCTW,
oueHka eHoTunmnyeckux npmsHako [CT. Ocoboe BHUMMaHWe ygensinocb Hann4imo
MarnbIX aHoMasnuim pasBuTUA Y NauneHTOB U UX POACTBEHHUKOB NepBOW M BTOPOM
cTeneHun poacTea.

Bce BmewlatenbcTBa BbINOMHANUCL MOCNE MNOMAy4YeHUs UH(OPMUPOBAHHOMO
006pOBOMBHOrO cornacus NauneHToB.

KnuHun4yeckoe HabnogeHne 1. MyskumHa 33 neT, NocTynuBWKIA B KapAMOXMpYp-
rmyeckoe oTaeneHue s NAaHOBOro ONepaTUBHOrO IEYEHUS.

AHamHe3 3a60s1e8aHuUsA. Co CNOB NALMEHTa, C PaHHEro AeTcTBa HaxoAnca Nog, Habto-
[AeHMEeM KapaMo/10ora B CBA3M C BbIABNEHHbIM LYMOM B 061acTv cepaua. C 10-neTHero sospacTa
OTMeuYas NoBbIlEHNe apTepuranbHoro aasneHusa (A) makcumanbHo 4o 160/100 mm pr. cT.,
neprvoanYeckn NpUHMMan amsmHonpua. B 2015 r. npu obcnesoBaHUM BNepBble BbifBAEHbI:
[BYCTBOPYATbIA aopTanbHbI KnanaH (JAK), He4oCTaTOUHOCTb a0PTa/IbHOMO KnanaHa 1-i cre-
NneHW, aHeBpU3Ma MeEXNPeacepAHON Neperoposkn, MUKCOMATO3HAA AereHepaums muT-
PaNbHOIO M TPMKYCNNAANBHOIO KNanaHoB ¢ peryprutauuent 2-i cteneHn. HasHaueHa Tepa-
nus IM3MHONPUIOM, aMIOAUMMHOM, CMIMPOHOIAKTOHOM, BUCONPOI0AOM.

B aBrycte 2024 r. Ha poHe yxyALleHNsA CamoYvyBCTBUS (HapacTaHWe OAbILKM, NOSIB/IEHNE
6onei 3a rpyanHoON, HEeKOHTPOAMPYEMan apTepuasbHas TMNEpPTEH3MS) MPU KOHTPO/IbHOM
3x0-KI BbISBNEHO YBE/NMYEHME aHEBPM3MbI 30PTbI: AUAMETP a0PTbl Ha YPOBHE CUMHYCOB Banb-
canbsbl AocTur 5,15 cm, Ha ypoBHe BocxoZAllero otaena aoptbl — 4,4 cm. Mo gaHHbIM MCKT
OrK ¢ KOHTpacTMpOBaHMEM NOATBEPNKAEHA MELLOTYaTas aHEBPU3MA CUHYCOB Banibcanbebl. Ma-
UMEHTY 6bI1I0 PeKOMEHA,0BaHO ONepaTUBHOE JIeYeHNe, O4HAKO OT FOCNUTANN3ALMM OH OTKa-
3ascA. B sHBape 2025 r. B CBA3W C HapacTaHMEM CepaeyHON HeAOCTaTOUHOCTU U CHUMNKEHNEM
TONIEPAHTHOCTU K GU3NYECKOW HArpy3Ke COrIacu/Cs Ha onepaLmio 1 Bbla rocnuTan3MpoBaH.

AHAMHe3 u3Hu. HacneacTBeHHOCTb OTAroWEeHa: oTel, MMes BPOMKAEHHbIA MOPOK
cepaua (aedeKT mexKenya04KoBOW NeperopoaKkum), NepeHec oCcTpoe HapylleHue MOo3ro-
BOro kposoobpauweHus (OHMK) u octpbiii MHPApPKT muokapga (OUM), ymep B 62 roga.
CecTpa (MaumMeHT 2) Tak»Ke CTPaaaeT TAXKENO0M KAanaHHON naTonoruen.
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SKkcmpakapouanbHele NpossaeHUA. Y NauMeHTa B aHaMHe3e: XPOHWYECKUA NUeoHe-
¢bpwT, Bapukouene (2015), paaMKyionaTvs ¢ AereHepaTMBHO-AUCTPOPUYECKUMU U3MEHEHU-
AMM NOACHUYHOrO OTAE/1a MO3BOHOYHMKA (rPbIXKK MEXN03BOHKOBbIX AMCcKoB L1-S1), C-06pas-
HblI MPABOCTOPOHHMUI CKOJIMO3, NIOCKOCTOMME, MUOMNA CPEAHEN CTENEHU. DTN COCTOAHMUA
TPebyoT AMHAMMYECKOTO HAabAOAEHUA U NeYEHUA: XPOHUYECKUI NUeNoHedPUT — KOHTPONA
aHaNN30B MOYM U NPOTUBOPELMANBHOMN Tepanumm; BepTebporeHHbI CUHAPOM — KOHCY/IbTa-
LM HEBPOJIOTA U PeabUNNUTALMOHHbIX MEPOMPUATHIA.

ObvekmueHble OaHHbIe: TeNOCN0XKEeHUe rmnepcTeHnYeckoe, poct 164 cm, macca Tena
80 Kr, uHaeKc maccbl Tena (MMT) 29,7 kr/m? (u3bbiTouHas macca Tena). Al 150/85 mm pr. cT.,
yacToTa cepaedHbix cokpaueHnii (4CC) 105 ya/muH. NMpu ayckynbTaumm cepaua — CUCTONN-
YECKU LUIYM HA BEPXYLLKE M MO NEBOMY Kpato rpyAuHbI.

JlaHHble uHcmpymeHmasbHbIx uccredosaHuli. IKI: cuHycosbiit putm, YCC 98 ya/muH,
OOMHOYHAA CynpaBeHTPUKYNAPHaAA aKcTpacuctonma. Ixo-KI, KT aoptbl, MCKT OTK: aHe-
BPWM3Ma aopTbl Ha ypOBHe CMHYCOB Banbcanbsbl A0 5,15 cm, paclimpeHme BocxoaALLLero oT-
Aena aoptbl 20 4,4 ¢cm; ABYCTBOPYATLIA aOPTaNbHbIN KnanaH; runepTpodus NeBOro Keny-
Aouka (T1K); MMKcoMaTo3Han AereHepaums MUTPAAbHOTO KaamnaHa, Npoaanc MUTPasibHOro
KnanaHa 6—7 MM, Hef0CTaTOMHOCTb MUTPA/IbHOTO K/amnaHa 2-M CTeneHu; yBennyeHue ne-
BOr0O Npeacepans; peryprutaumsa Ha TPUKYCNMAanbHOM KnanaHe 1-2-i cTeneHu, Ha Kna-
naHe fIero4yHom apTepmn 1-i cTeneHun; aHeBpM3Ma MexXNpeacepAHON NeperopoaKm.

KnuHuveckuli duazHo3: CUHAPOM COEANHUTENBHOTKAHHOM AMCNNA3MK. BpoXKaeHHbI M
MOPOK cepAaua: ABYCTBOPYATLIA a0PTaNbHbIM KAanaH. AOpTasibHbll CTEHO3 C HEAOCTAaTOYHO-
CTbto. AHEBPU3MaA KOpHA aopTbl. Mposanc MUTPaAbHOMO KnanaHa 2-M cTeneHun, nposaanc
TPUKYCMMAANbHOTO KAanaHa C HeAOoCTaTOYHOCTbO 1—-2-i1 CTeneHun, aHeBpM3Ma MexKnpes-
cepAHol neperopogku. Mneptpodus NeBoro Kenyaouka, yBeamuyeHne neBoro npeacep-
Ana. XpoHUYecKas cepaedyHas HeAoCTaTOYHOCTb C COXPaHHOW ¢paKumen Bbibpoca, CTa-
ana 2, dyHKuMoHanbHbIM Knacc lll. TunepToHnyeckas 6onesHsb Il ctagnu, puck 4 (o4eHb Bbl-
cokuit). fTmnepannonpotenHemusa lla Tuna. ATepocknepos aopThbl. M36bITOUHas macca Tena.
XpoHuyeckas 6onesHb noyek C1.

JledyeHue. BbINONIHEHO OMepaTUBHOE BMeELIATeNbCTBO: LWOBHAA KOMUCCYpasibHadA naa-
CTMKa aopTanbHOrO KNamaHa, CynpakopoHapHoe MpoTe3MpoBaHMe BOCXOAALLEro oThena
aopTbl B YCNOBUAX UCKYCCTBEHHOIO KpoBOObpaLLeHua. MNocneonepauMoHHbIv Nnepuog, npo-
Tekan 6e3 ocNoxKHeHUI. [pr KOHTPObHOM IX0-KI: KOHEYHbIV AMACTONNYECKUI pasmep fe-
BOro Xenyaouka 4,40 cm, dpakuma Bbibpoca (PB) 60,09%, NOTOK aopTa/IbHOM peryprutaLmm
1-11 cteneHu. MNauneHT nepeBeaeH B KapaMON0OrMyecKkoe oTAeNeHne ANa fafibHelWeNn pea-
eunantaummn.

KnuHuuyeckoe HabnopgeHue 2. eHwuHa 32 net, poaHasa cectpa OMMCaHHOro
BblLle NauueHTa, roCNUTaAM3MPOBaHA B KApANOXMPYPrMyeckoe oTaesieHne TaKkKe 4nd nna-
HOBOrO ONEPATUBHOTO JIEYEHUA.

AHamHes 3a60nesaHusA. C 15 neT oTmeyana CNoHTaHHble KoaloLwme 60m B N1eBoM Noa-
MbllieyHon obnactu. Mpu obcnesoBaHMM BbIIBEH CUCTONMYECKUIA LWYM HA BepXyLUKe,
no faHHbIM Ix0-KIN — yTonweHne CTBOPOK MUTPANbHOTO KnamaHa, NPoaanc MUTPasibHOro
KnanaHa o 7,5 mm, paclumpeHue aopTbl. B 20 neT nossunacb oAbllwKa npu Gusanyeckomn
Harpyske. Mpu 9xo-KI' 3aperucTprpoBaHbl: aHEBPMU3IMATMYECKOE paclUMpeHne HEKOPOHAp-
HOro cuHyca 2,6x1,3 cm, paclimpeHne aopTbl Ha ypoBHe cMHYcoB Banbcanbsbl 40 4,0 cm, npo-
1anc MUTPANbHOrO KnanaHa 2-i cTeneHun, mutpanbHas peryprutauma (MP) 2-i cteneHu, npo-
lanc TPUKYCNWARNbHOIO KnanaHa 1-i cteneHu, TPUKYCNuaanbHaa peryprutauma 1-i ctenexu,
aopTanbHas peryprutauma 1-i cTeneHun, AONONHUTENbHbIE XOPZbl NIEBOrO XKenynouka.
HasHauyeHa 6asncHan Tepanus, peKOMeHA0BaHO AMHAMUYecKoe HabatoaeHune.
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B 2016 r. HacTynuna nepBas enaHHaA 6bepeMeHHOCTb. B cBA3M ¢ HEO6XOAMMOCTbIO
noabopa Tepanuu NaumeHTKa rocNUTaan3npoBaHa B KapAMONornyeckoe otaeneHue. Pogo-
pa3pelleHne NPoBeAEHO SKCTPEHHbBIM KecapeBbiM CeYeHMEM Ha CpoKe 34 Heaenu no aky-
LIEePCKUM MOKaszaHMAM; pebeHoK poaunca 340posbiM. B 2017 r. HacTynuaa BTopas Hesa-
nAaHWpoBaHHaa 6epemeHHocTb. Ha cpoke 15 Hefenb NOABUAWCH BblpaXKeHHAA OAbILLKa,
cepaLebuneHme, CHUKEHNE TONIePaHTHOCTU K pusmyeckoi Harpyske. Mo gaHHbIM Ixo-KI oT-
Me4YyeHO HapacTaHue MUTPAZIbHOW HeAoCTaTOYHOCTU A0 3-M CTeneHw, NpPoaanc MUTpab-
HOro KfanaHa 2-i cteneHu (7-8 mm). PelweHnem KoHcuaMyma bepemeHHoCTb bbiia npe-
pBaHa No MeAULMHCKMM NOKasaHMAM. MaumMeHTKe peKoMeHA0BAHO MAaHOBOE onepaTmB-
HOe /ieyeHne, OT KOTOPOro OHa NepPBOHAYa/IbHO OTKa3anach.

C 2021 r. coxpaHaancb 60au 3a rpyaMHOM M ogblwKa. B 2024 1. B cBA3M CO 3HAUYUTENb-
HbIM YXyZLEeHMEM CaMOYYBCTBUA (04blWKa NPU HE3HAYUTENIbHOW Harpy3Ke, CHUXEHME To-
IepaHTHOCTM) cornacunack Ha onepaumio. B sHeape 2025 r. rocnuTannMsnpoBaHa B Kapamno-
XMpYpruyeckoe otaeneHue.

SKkcmpaxkapouaneHele npossaeHus. Y NauMeHTKM B aHaMHe3e: KMUCTa NpaBoi MOYKM,
XPOHUYECKUI NUenoHedpuT (BHE 0OOCTPEHUs), rTEMaHIMOMa NeYeHu, XPOHUYECKUIA Xole-
LUMCTUT C AUCKMHE3NEN KENUYHOTO Ny3blpa, BUNMAPHBIA ChafK, MUONUA CPeHEeN cTeneHu.
3TW cOCTOAHMUA TPEOYIOT aKTUBHOIO TEPANEBTUYECKOTO BEAEHWSA: KOHTPO/Ib GYHKLMM NOYEK,
Y/IbTPa3BYKOBOM MOHUTOPWHT 06pa3oBaHMIA MEYEHN N MOYEK, KOPPEKLUA ANCKMHEIUN KeN-
YeBbIBOAALLMX NYyTEN (aneTa, KenyeroHHble npenapaTbl), HabAAEHME OKyAUCTa.

ObvekmueHble 0aHHble: TENOCNOXKEHME HOPMOCTEHMYECKOE, pocT 142 cm, macca Tena
45 Kkr, UMT 22,32 kr/m2. Al 110/70 mm pT. cT., YCC 70 ya/muH. Mpun aycKynbTaLMm — TOHbI
cepALa NpUrayLweHbl, CUCTONNYECKUIA LIYM Ha BEPXYLUKE W MO IEBOMY Kpato rPyAUHbI.

JlaHHble UHCmpymeHmasnbsHbix uccnedosarull. IKI: cMHYCOBaA TaxMKapams, eguHnY-
HaA KenyaoukoBas akcTpacuctona, MK, HapyweHue npoleccos penonapmsaumm. Ixo-Kr:
®B 71%, UMMJT}K 125,8 r/m?, aHeBpM3Ma MeKNpeacepaHoi NeperopogKmn, HEKopoHap-
HbI/ CMHYC paclwmpeH A0 38x25 MM, CTBOPKM MUTPANbHOFO KaamnaHa nposabupyoT B no-
NI0CTb NeBOro npeacepama Ao 8 Mm, MUTpasbHas peryprutaumna 3-n cteneHn. Yr-xo-Kr:
MWKCOMAaTO3HaA AereHepaLma CTBOPOK MUTPAIbHOTO KaamnaHa, Npoaanc MUTpaabHOro Kna-
naHa 3-1 cTeneHun, MUTPasibHas peryprutaums 3-ii cTeneHun, aHeBpU3mMa HEKOPOHAPHOTO CU-
Hyca Banbcanbsbl (33x45 mm). KopoHapoaHrnorpapma: remogmHaMmUyeckn 3HauMmbIX CTe-
HO30B KOPOHAPHbIX apTepuii He BbIAB/IEHO.

KnuHuveckuli duaeHo3: CUHAPOM COeANHUTENbHOTKAHHOM aucnnasun. MNponanc mut-
panbHOro KnanaHa 3-i cTeneHn, MMKCOMATO3Has AereHepaLmna MUTPAbHOro KaanaHa. Mut-
panbHaA HeJOCTaTOYHOCTL 3-1 cTeneHu. [Nponanc TPMKYCNMAANbHOTO KAanaHa 1-2-i cteneHun
Cc peryprutaumeit 1-2-i cteneHn. AHEBpU3Ma HEKOPOHAPHOTO CMHYca Banbcanbebl. Paclum-
peHune aopTbl HA YPOBHE CMHYCOB Banbcanbsbl (4,1 cm). HeLoCTaTOMHOCTL a0PTANbHOIO KNa-
naHa 1-i cteneHun. XpoHUYecKan cepaeyHas Hef0CTaTOYHOCTb C COXPaHHOW dpaKLmel Bbl-
6poca, ctagus |, dyHKUMOHanbHbIN Knacc lll. JleroyHas runepteHsus 1-i cteneHu.

JleyeHue. BoinonHeHa onepauma [esnaa — IMHEHOEe NPOTe3MPOBAHME BOCXOAALLETO
oTAena aopTbl COCYAUCTbIM NPOTE3OM 28 MM, NAACTUKA MUTPANIbHOIO K/lanaHa Ha onop-
HOM KO/ibLie B YCNOBMAX UCKYCCTBEHHOrO KpoBoobpaleHua. MNocneonepaLMoHHbIi ne-
puog npoTekan 6e3 ocnoxkHeHUN. MNaumeHTKa nepeBeaeHa B KapAMONOrMYecKoe oTaene-
HWe gna peabunutaumm.

O6cyxaeHue. NpencraBneHHoe KMHUYECKoe HabniogeHne AeMOHCTpupyeT
cemenHbIv cnydan HOCT ¢ TshkenbiM nopaxeHnem cepaevyHo-cocyancTon cucTeMbl
y OByX cnbcoB. AHanu3 nutepaTypHbIX JaHHbIX U COBCTBEHHbIE HabnoaeHNs No3-
BOMAIOT BbIAEIUTb HECKOSbKO KITHOYEBbIX aCrneKToB.
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OCT saBnsetca reHeTUYeckn reTeporeHHbIM COCTOSIHMEM, B OCHOBE KOTOPOro
nexat MyTauuu reHoB, KOOUPYHOLUUX CTPYKTYpy M meTabonuam konnareHa, ana-
CTMHa 1 OpYrmx KOMNOHEHTOB BHEKINETOYHOro MaTtpukca [2, 4, 15]. B onucaHHom ce-
Mb€E MPOCIEXMBAETCA YETKUIN HAaCNeLCTBEHHbIA XapakTep 3aboneBaHus: otel, na-
LMEHTOB MMeN BPOXAEHHbIN NOpok cepaua, nepeHec ONM n OHMK, yto nossonsieT
npeanonoXunte JOMUHAHTHbBIA TUM HACnNedOBaHUSA C BbICOKOW MEHETPaHTHOCTbIO
KapauvanbHbIX NposABneHni. Hanmume y cubcoB CXOAHbIX, HO HE MOEHTUYHBIX (DEHO-
TUNUYECKNX NpU3HaKoB (y BpaTa — NpeMMyLLeCcTBEHHOE MopaKeHne aopTaribHOro
KnanaHa u aHeBpu3ma KOPHSI aopThl; Y CECTpbl — MUTpanbHas HeAOCTaTOYHOCTb
1 aHeBpM3Ma HEKOPOHAPHOIO CMHYCa) OTPaXKaeT LUMPOKUIN KITMHUYECKUI MONIMMOp-
¢uam HOCT, yTo cornacyeTcsi ¢ AaHHbIMK NMTepaTypbl O pasHoobpasum MyTauum
N NX (beHoTUNNYECKNX nNpossnennn [2, 12].

KapguoBackynspHasi naTonornsa saaHMMaeT BefyLuee MecTo B CTpyKType 3abo-
nesaemoctu n cmeptHoctu npu OCT [4, 10, 13]. Y obounx naumeHTOB BbiSBMEHbI
MHOXECTBEHHbIE KMarnaHHble HapyLleHUsi: MUKCOMAaTO3Has [ereHepauusi, npo-
nancel C pasnuMyHON CTEMNEHbIo peryprutaumu, aHeBpM3MaTuyeckoe pacluupeHune
aopTbl U MexXNnpeacepaHoOn Neperopoikn. ATn uameHeHnsa xapakrepHol ana HOCT
1, KaKk NpaBuIo, UMEKT NporpeamneHTHoe Tedenune [4, 22]. Ocoboro BHMMaHUS 3a-
CNyXXuBaeT pasBUTME aHEBPU3MbI aopThbl, KoTopas y nauneHToB ¢ ACT mMoxeT ma-
HUecTnpoBaTb B MONOAOM BO3pacTe 1 NpeacTaBnATb yrpo3y paspbisa [16, 22, 25].
B Hawem HabnogeHnn y 6paTa aHeBprn3mMa aopTbl HA yPOBHE CMHYCOB Banbcanbsbl
gocturma 5,15 cm, 4To IBUNOCh NPSIMbIM NMOKa3aHWEM K XUPYPrM4ECKOMY FTIEHYEHUIO.
B MupoBoW npakTuke Hannune gaxe 6eCCMMNTOMHON aHEBPU3MbI a0PThl Y NaLMEH-
TOB C COEAMHUTENbHOTKAHHBIMWU HapyLLeHnaMn TpebyeT akTUBHOM XMPYpPruyeckom
TakTukn [22, 25].

AugpepenyuanbHas duacHocmuka. Y naumeHTtoB ¢ HOCT, ocobeHHO npu
HanuuMM apTpanrnii, acTeHUN, BereTaTUBHbLIX HapyLUEHWUA, BaXXHO UCKIIOYUTL CU-
CTeMHble 3aboneBaHns COEAMHUTENBHOM TKaHN PEBMATUYECKON NPUPOAbI (CUCTEM-
HYIO KpacCHy0 BONYaHKy, pEBMaTOMAHbLIN apTpUT, CUCTEMHbIE Backynutel). B npea-
CTaBEHHbIX cryyasax nabopaTtopHble Mapkepbl Bocnanexnus (COJ, C-peakTUBHbIN
6enok) 6binn B Npegenax pedepeHCHbIX 3HA4YeHWU, OTCYTCTBOBanM creuudurye-
ckue aytoaHTuTena. KnuHuyeckoe tedeHme 6e3 nuxopagku, Cbinv, CUMMETPUYHOTO
apTpuTa 1 NOpaxXeHUs Noyek no Tuny rrnoMepynoHedpuTa NO3BONNIO UCKITKOYUTD
aKTMBHbIN ayTOMMMYHHbIN npouecc. Taknum obpas3om, BbiIBNIEHHas NONMopraHHasi
cMMnToMaThKa COOTBETCTBOBAsa CUCTEMHOMY COEAUHUTENBbHOTKAHHOMY AedeKTy
B pamkax HOCT, a He BocnanuTensHOMYy peBMaTuyeckomy 3aboneBaHumto.

Yacmoma obpaweHusi K mepanesemy c xasnobamu HekapOuaslbHO20 Xa-
pakmepa. Kak oTmevaeTcs B MeXAyHapoOHbIX KOHCEHCcycax, naumneHTbl ¢ ounbpo-
MblILLEYHOW ancnnasuen u, wupe, ¢ ACT yacTto npeabaBnstoT xanobkl, He cBA3aH-
Hble HanpsIMyto ¢ KapAuanbHOWM NaTonormen: ronoeHble 6onu, Wym B ywax (nynbcu-
PYHOLLUMIA TUHHWUTYC), acTeHuto, apTpanruu, BereTatMBHyto gucdyHkumo [21, 23].
B Hawem HabnogeHn naumeHTka ¢ 15 net oTmeyana cnoHTaHHbIe Konowme 6onu
B ITEBOM NogMbILLEeYHOM obnacTu, a naumeHT ¢ 10 neT — nosbiweHne ALl 1 roNoBHbIE
6onun. OgHako cucTeMHasi oueHka PeHOTUNNYECKNX NPU3HAKOB (MMOMKMS, CKOMMO3,
N0CKOCTONME, BUCLEparbHble N3MeHeHns) Oblna NnpoBeAeHa NuLlb CNyCTS rogpl.
370 nog4vepknBaeT HEOHXOOAMMOCTb HACTOPOXEHHOCTU TepaneBTa B OTHOLUEHWU
HOCT y monoabix nauMeHToB C MHOXECTBEHHbIMM, HA MEPBbLIA B3rNa4 pasHOpoa-
HbIMWK, )xanobamu. CornacHo aaHHbIM [20], KTMHUYECKMIA CNEKTP PEAKMX BacKyona-
TUI BKITKOYAET Kak HEBPOormyeckme (ronosHble 60nu1, TPaH3UTOPHbIE ULLEMNYECKUNE

URL: https://acta-medica-eurasica.ru



50 Acta medica Eurasica. 2026. Ne 2

aTakm), Tak n abgommnHarnbHble CUMNTOMbI. B Hawwen paboTte y cecTpbl MMena MecTo
GunuapHas naTonornsa (QUCKUHE3Ns1, CNagx), YTO TakKe MOXET ObITb NPOSIBIIEHNEM
CUCTEMHOrO Aedbekta CoeaUHUTENBHON TKaHM.

CucmemHoe sedeHue nayueHmos ¢ HACT. YunTbiBasi NOMOPraHHOCTb Mo-
paxkeHusi, BefeHne nauneHToB ¢ ceMenHbiMu oopmamu HOCT TpebyeT koMnnekc-
HOro MOAXOAa, BbIXOASALLErO 3a pamKy Kapaumoxupyprudeckon koppekumn. B amoy-
NaTopHOM 3BEHE TepaneBT JOIMKEH BbINOMHATL Cleayowmne 3a0aqum:

Mapwpymus3sayus nayueHma. MNMpun nogo3perHmun Ha HOCT (HanuumMe TUNUYHBbIX
(PEHOTUMUYECKMNX NPU3HAKOB, OTAMOLLEHHbIN CEMEWHbIN aHaMHe3, MONNOopPraHHbIe
nposiBNeHns) TepaneBT HamnpaBnsdeT NauueHTa Ha KOHCynbTauuu K KapAauorory
(NS oueHKM KNanaHHOM NaTONOrMM N aopTbl), TEHETUKY (O1151 UCKIMIOYEHUS CMHOPO-
ManbHbIX QOpM), Hedporory (MpuM XpoHU4Yeckom nuenoHedpuTe, HedponTose),
OKYNUCTY, HEBPOJIOry, racTpoaHTeponory. B Hawem cnydyae oba naumeHTta 6binm
HanpaeneHbl B KApANOXUPYPIUYECKUIA LIEHTP, YTO NO3BOMMIIO YCMNELIHO BbINOMHUTD
onepaTMBHYIO KOPPEKLINIO.

MedukameHmo3Hoe revyeHue:

— aHTUIMNEPTEH3NBHAA Tepanus: MHIMOMTOPbI aHMMOTEH3VHMPEBpPALLAoLLEro
depmeHTa (NMn3unHonpun) n 6eta-6nokaTopsl (Brconpornosn, METONPOON) UCMONb30Ba-
nmck y 0bonx naumeHToB Ans koHTpons AL n YCC, cHKeHust Harpysku Ha aopTy;

— NPV HaNU4Mn aHeBpU3Mbl aopThbl U/MNU PUBPOMBILLIEYHON ANCMNA3UN COCy-
O0B pekomMeHayeTcs aHTUuTpombounTapHas Tepanus (acnmpuH) ons npogunakTmkm
TPpoMBO3MOONMYeckux ocnoxHeHun [21, 23]; B Hawem HabnogeHMn nocne onepa-
UUKU NaLMeHTbl Nofny4anu aHTuarperaHThbl;

— MNpW XPOHUYECKON CEPAEYHON HEQOCTAaTOYHOCTM MOKa3aHbl CMIMPOHOMAKTOH
n 6eTa-6nokaTtopsl;

— MpM 3KCTpakapaunarnbHbIX NPOSBNEHNSIX PEKOMEHAYETCH NeYeHne XpoHu4ye-
CKOro nuenoHedputa (aHTubakTepuanbHas Tepanus npu oboCTpeHusx, ypocen-
TUKK), KOpPeKUnst BunnapHon OUCKUHE3UN (OMeTa, Cna3MOoSIUTUKN, XKENYEroHHbIE),
npenapatbl MarHus (B Liensax yny'lleHns cMHTesa konnareHa). BaxHo nogyepkHyThb,
YTO MHOIMEe 3KCTpakapAuarbHble COCTOSIHUSA He TPebylT arpeccUMBHOIO NeYeHus,
HO HY>X[aloTCs B perynsipHOM MOHUTOPUHrE.

LucnaHcepHoe HabnodeHue. MaumenTbl ¢ HOCT, ocobeHHO nocne kapanoxu-
PYPr1yYecKMx BMeLIaTeNnbCTB, OOMKHbI HabnoaaTbCa TepaneBTOM UM KapAvororom
noXxu3HeHHO. KoHTponb BkntoyaeT: namepenne ALl, SKIM, AxoKI™ (kaxagble 6—12 me-
caueB), KT aopTbl (Npu aHEBPM3ME — €XErofHo), yNbTpa3BykoOBOE MCCregoBaHme
MoYeK M opraHoB OPHOLIHOW MOMOCTU, OCMOTP OKynucTa. PekomeHgyeTcsa Takke
CKPUHWHT Bnvxanwwmx poacteeHHukos [17]. B Hawem cnyvae cubcebl 6binm oberne-
O0BaHbl, YTO MO3BONUIIO BbISABUTL 3aboneBaHne y CeCTpbl NOCre yCTaHOBNEHUS Au-
arHosa y bparta.

Ponb mepanesema e KOMrisieKCHOU ouyeHKe. VIMeHHO TepanesT, BUAs BCIO Kap-
TUHY LIeNMKOM — OT aCTEHUM W apTpanrii 4O TSKENOW KapamarnbHOW NaTonorum 1 BUc-
LieparnbHbIX HApYLLEHWI, MOXET CBOEBPEMEHHO 3an0403pUTb CUCTEMHOE 3aboneBaHme
CcoeavHNTENbHOW TkaHWu. B NnpeactaBneHHomM HabnogeHUn y NALNEHTOB BbISIBIIEHbI U3-
MEHEHUS CO CTOPOHbI CKeneTa (CKONmno3, NiioCKOCTONMeE, rpbiKn ANCKOB), OpraHa 3peHust
(Myonust), MOYEBOW CUCTEMBI (XPOHUYECKUI NMUENOHEedPUT, KUCTa NOYKN), NULLIEBAPU-
TeNbHON CUCTEMbI (TeMaHrMomMa neYvyeHun, AMCKMHE3NS XKenyeBbiBoaALWMX nyTen, bunu-
apHbIV CcnNagk). ATV NPOSBIIEHUS, B OTNNYME OT aHEBPU3MbI aOpPThl, XOTS U He onpeae-
NS0T HEMOCPEACTBEHHO MPOrHO3, TPebylT akTUBHOIMO TepaneBTUYECKOro BedeHWs
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1 BIUSAOT Ha Ka4eCTBO XM3HW. [1py XpOHUYEeCKoM nuenoHedpute HEOBXOONUMO KOHTPO-
nMpoBaTk NOCEBbI MOYM U MPOBOANUTL NPOTUBOPELIMANBHYIO TEpanuio; Npu GunmapHom
cnamke cnegyeT KOppPeKTUpoBaTh ANETY M Ha3HavyaTb YPCOOAE30KCUXONEBYHO KUCIOTY
npu HeOBXOAMMOCTU; MPY FEMaHTMOME NEeYEHM U KUCTE NMOYKN NOKa3aHO AMHAMUYECKOe
ynbTPa3ByKOBOE HabmnoaeHme.

BaxHO 0TMeTUTb, YTO 00a nauMeHTa ANMTENbHOE BPEMSsI HE NOMyYanu agek-
BaTHOWN Tepanum 1 0TKa3blBannCb OT ONEPaTUBHOIO NEYEHMS, YTO MPUBESIO K Mporpec-
CYPOBaHUIO CepaeyYHON HeOOCTaTOYHOCTU W OTArOLEHUIO KIMHUYECKON KapTWHbI.
370 nogvepKkMBaeT HEOOXOAMMOCTb aKTMBHOIO OUCMAHCEPHOro HabnoageHms n ncu-
xonornyeckon nogaepxkm naumerHtoB ¢ HOCT [3, 8]. B nutepatype Takke obcyxaa-
€TCA POoSib TPEBOXHO-AEMNPECCUBHBIX PACCTPONCTB, YacTo conytcTtBytowmx OCT, ko-
TOpble MOrYT BAMATb Ha MNPUBEPXEHHOCTb MEYEHUI0 U KavecTBO XusHu [1, 6, 8].
B npencraBneHHbIx criyyasix obpaliaeTt Ha cebs BHMMaHue AnvTenbHoe CyLecTBo-
BaHune cumntomoB (¢ 10 n 15 neT cooTBETCTBEHHO) M No3aHee obpalleHve 3a cne-
LManM3npoBaHHON KapAMOXMPYPrMYECKON MOMOLLBIO, YTO, BEPOSTHO, CBA3AHO Kak
C OCODEHHOCTAMM TeYeHUs 3aboneBaHus, Tak U C HeJOCTaTOYHON OCBEAOMIIEHHO-
CTbH0 NALUMEHTOB N Bpayen nepBu4HOro 3aeeHa o puckax HAOCT.

OunarHoctnka HOCT ocTtaeTcsa cnoxHowm 3agadyen BBUAY OTCYTCTBUS YHUPULIMPO-
BaHHbIX KPUTEPUEB U PACNPOCTPAHEHHOCTM CTepTbix cdopm [5, 12, 14]. B npeacras-
NEHHBIX Cry4Yasx AuarHo3 Obif YCTaHOBMEH HA OCHOBAHMM COBOKYMHOCTU KIMHMYeE-
CKUX, UHCTPYMEHTAIbHbIX Y FreHeanornyecknx gaHHbix. MonekynsapHo-reHeTnyeckoe
TECTMPOBaHME HE NPOBOAUIIOCH, YTO, COrMacHO NMTepaTypHbIM AaHHbLIM, ONYCTUMO
MpW HanNU4UmM YETKOro CEMENHOTO aHaMHe3a 1 TUMMYHOro doeHoTMna, 0COBEHHO B pe-
CypCHbIX ycroBusx [12]. Tem He MeHee, B CNOXHbIX AnddepeHumanbHO-anarHocTu-
YeCKMX CUTyaLusax reHeTnyeckoe NoaTBepXaeHue octaeTcs xenatensHeim [15, 19].

CBOeBpeMEHHOE KapOWOXMPYprmyeckoe BMeELLATeNnbCTBO MNO3BONWMAO OO-
OUTBCSA XOPOLLUMX HEMOCPEACTBEHHbBIX Pe3yNbTaToB: y 000UX MAUUEHTOB Nocre one-
pauun yMEHbLUMIIMCh NPOSIBNEHNA CEPAEYHON HEAOCTaTOYHOCTH, yny4dlumMnack To-
NEepPaHTHOCTb K PN3MYECKON Harpy3ke, BOCCTAHOBIIEHA reOMEeTpUSA aopThbl U KranaH-
Has (PyHKUMS. OTW JaHHbIe COrnacylTcsl C COBPEMEHHbIMWU MpPeACcTaBneHUs MU
0 TOM, YTO NpaBuUSibHasA TaKTHKa NIEYEHUS, BKIOYaOLLAaa XMPYPruieckyto KOppeKLmo
NMOPOKOB, MO3BOMSIET YNYYLLNTbL KAYECTBO U YBEMWUYNUTL NPOLOIIKUTENBHOCTb XKN3HU
nauunenTtoB ¢ [CT [4, 13, 16].

CucmemHoe eedeHue nayueHmoe ¢ HACT: ponb mepaneema u 0os120Cpoy-
Hasi maKmuka. YunTbiBasi CUCTEMHBIN xapakTep 3aborneBaHusi, nocne 3aBepLUeHus
aTana Kapamoxmpyprmyeckon KOppPeKLMN OCHOBHasi OTBETCTBEHHOCTb 3a BedeHue na-
umneHToB ¢ cemeriHon HOCT noxuTcsa Ha TepaneBTa 1 KapAavosiora nofMKIMHUYECKOrO
3BeHa. Hke npeacraBneHbl OCHOBHbIE KOMMOHEHThI AOMTOCPOYHOTO CONMPOBOXAEHUS.

KoHmpornb cepdeyHo-cocyducmabix puckos: perynspHoe uamepeHue AL, KOH-
Tponb nunugHoro npoduns (y naumeHta 1 — runepnunonpotenHemus lla Tuna, 4To
TpebyeT HasHayeHus cTaTMHoB), koHTpornb YCC (beTa-6nokatopbl).

Mo+HumopuHa pasmepos aopmbi U KriarnaHHo20 arnapama: Oxo-KIT ¢ oueHkon
OvameTpa KOpHsi aopTbl, BOCXOASLLEro oTaena, (pyHKLMM KnanaHoB — He pexe 1 pasa
B 6—12 mecsueB. [pu cTabuUnbHOM TEYEHUN — EXXETOAHO.

HabrrodeHue 3a akcmpakapOuasibHbIMU MPOSI8IeHUSIMU:

—  NPW XPOHMYECKOM NuernoHedpuTe — obLLmMIA aHann3 Moun, noces moun, Y3U
noyek 1-2 pasa B rog;

— npu bunuapHon natonorum — Y3W opraHoB GplOLLIHON NOMOCTH, NPU Hanu-
Yumn cnagxa — KOHCyNnbTauusa racTpo3HTeporora, AneTta, BO3MOXHO HasHavyeHue
YpPCOOE30KCUXONEBOW KUCMOThI;
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—  MpY MUMOMMM — OCMOTP OKynucta 1 pas B rog,;

— Npu BepTEOPOreHHbIX HapyLleHMsIX — KOHCYNbTauus HeBporora, nevyebHas
dhuskynbTypa, hunsmoTepanms.

JlekapcmeeHHasi meparusi (00r120CpOYHasl):

- Oeta-bnokaTopbl (GMconpornorn, MeTonposioNn) — AMS CHWKEHUS Harpyaku
Ha aopTy n koHTpons YCC;

—  MHrMbutopbl AlN® mnu GrnokaTopbl PeLenTopoB aHrMoTeH3nHa Il — npu ap-
TepuanbHOW rmnepTeH3nMmn 1 ans NpouNakTuKM pemogennpoBaHns aopTbl;

— aHTuarperaHTbl (acnmpuH 75-100 mr/cyT.) — y nauneHToB ¢ pnbpomblilLey-
HOW Oucnnasven unm nocrie nNpoTe3vpoBaHns aopTbl (COrNacHO pekoMeHdaumsam
[21, 23]);

— NPV HEOOXOAMMOCTU — CTaTUHbI, UYPETUKN.

CKpUHUH2 pPOOCMBEHHUKO8. Y4uuUTbiBad CeMeWHbI Xxapaktep 3aboneBaHus,
BCEM pOACTBEHHMKAM NEPBOW JIMHUU NOKA3aHO KMMHUKO-MHCTPYMEHTanbHoe obcne-
nosaHue (Oxo-KI', Y3U cocynos, ocmoTp TepanesTa) [17].

Takum obpasom, TepaneBT UrpaeT KIYEBYHO POSb B KOOPAUHALUN MEXONCLN-
nanMHapHou noMmoLn, obecrnedeHnmn NPUBEPKEHHOCTM NaLMEHTA NIEYEHMIO N PaHHEM
BbISIBMEHUN OCIIOXXHEHWN.

BbiBogbl. [NpeacrtaeneHHbin cemenHbin criydan HOCT y cnbcoB gemoHcTpu-
pyeT HacrneaCcTBEHHbIV xapakTep 3abonesaHns, peanuayowmncs NpenmyLLLECTBEHHO
B BuAe TSHKENow KapAMOBaCKynsipHOW NaTonormm — aHeBpu3mMbl aopTbl, MUKCOMAaTO3-
HOW fereHepaumm KnanaHoB M MHOXECTBEHHbIX MOPOKOB cepAaua. [laHHoe Habnoge-
HWe NoaTBepXaaeT HeobXoANUMOCTb KOMMIIEKCHOMO KIMHUKO-TeHeanornyeckoro noa-
xopaa k guarHoctuke HOCT, BkntoyaroLwero oLeHKy He TONbKO CepaeYHO-COCYaUCTbIX,
HO M 3KCTpakapamanbHbIX (PeHOTUMMYECKUX MPOSIBNEHUI (CKENETHbIe U3MEHEHUS,
MUONUSI, NATONOMMSA MOYEK U KeNYeBbIBOAALLMX nyTen). MNoavyepknBaeTcs BaXHOCTb
CBOEBPEMEHHOIO HanpaBieHNsi NaLMeHTOB C NPOrpeccupyoLLeit KnanaHHOW NaTosio-
rMen N aHeBPM3MOWM aopTbl B CNeLManM3npoBaHHbIE KapauOXUPYPruyeckne LEHTPHI
Onsi pelleHnst Bonpoca o6 onepaTMBHON KoppeKuun. OddeKTMBHOCTL XMpypriye-
CKOTFO JTIEYEHMS B YCINOBUSIX MCKYCCTBEHHOIO KPOBOODpALLLEHUSI NPpY MyTbTUKIaNaHHbIX
NMopaXxeHnsIX N aHeBpU3Me aopThl y naumeHToB ¢ HOCT ybeantenbHO NoaTBEpKAEHa
npencTaBneHHbIMU KIMHUYECKMMUN pedynbTaTaMu. YUnTbiBas BbICOKYIO pacnpocTpa-
HeHHocTb HOCT m ee monvopraHHbIA XxapakTtep, Heobxoanma fanbHenwas paspa-
BGOTKa anropMTMOB PaHHEN OMarHOCTUKN, AMCMAaHCEPHOro HabMAEHNS U MEXOUCLN-
NAYHAPHOrO BEAEHUsI TakUX MauMEHTOB C MPUBIIEYEHMEM KapaMOIIOroB, KapAnoXu-
PYpPros, reHeTUKOB U CreunanncToB CMeXHbIX obnacTten. [lonrocpoyHoe TepaneBTu-
Yeckoe CONpoBOXAEHWE NaUMeHTOB ¢ cemerHbiMn popmamum HOCT (Bkntoyas KOH-
Tponb ALl, aHTUIMNEPTEH3MBHYIO U aHTUArpPeraHTHy Tepanuio, perynspHbIi MOHUTO-
PVHI pa3mMepoB aopTbl, JIeYEHME XPOHUYECKOrO nuenoHedputa n GunuapHon narto-
NOrnN, CKPUHWHI POACTBEHHMKOB) sBNsieTcsl obsi3atenbHbiM yCrnoBreM npodpumnak-
TUKN OCIIOXKHEHWI 1 YIYyYLLEHMS KAa4eCTBa >XU3HU, YTO BbIXOAMT 3@ paMKy yCMEeLIHOW
XVPYPrM4ecKkomn KOppeKLmMn NOpoKOB cepaua.
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Undifferentiated connective tissue dysplasia is a genetically determined systemic disease
characterized by defects in fibrous structures and extracellular matrix, which leads to multiple
organ manifestations. Diagnosis of undifferentiated connective tissue dysplasia is difficult due
to lacking unified criteria and requires a comprehensive clinical and genealogical approach.

The aim is to demonstrate the features of familial undifferentiated connective tissue dysplasia
in siblings using a clinical example. The article presents examination and treatment results of
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siblings, a brother (33 years old) and a sister (32 years old) with undifferentiated connective
tissue dysplasia hospitalized in the cardiac surgery department. General clinical, biochemical,
instrumental studies (electrocardiography, echocardiography, transesophageal echocardiog-
raphy, computed tomography of the aorta, coronary angiography, daily monitoring of electro-
cardiography and blood pressure), anamnestic and genealogical data analysis were per-
formed. Both patients were found to have a family history of heart disease (the father had a
congenital heart defect, suffered a myocardial infarction and acute cerebrovascular accident).
The brother was diagnosed with bicuspid aortic valve, Valsalva sinus aneurysm (5.15 cm),
myxomatous mitral valve degeneration with grade 2 prolapse, and atrial septal aneurysm.
The sister had myxomatous mitral valve degeneration with grade 3 prolapse and grade 3 mi-
tral regurgitation, aneurysm of the non-coronary Valsalva sinus (33-45 xmm), dilation of the
aorta at the level of the Valsalva sinuses (4.1 cm). Both patients successfully underwent car-
diac surgery. In addition to cardiac pathology, patients were found to have multiple organ
manifestations: scoliosis, flat feet, myopia, chronic pyelonephritis, biliary dyskinesia, biliary
sludge and liver hemangioma. The presented observation confirms the hereditary nature of
undifferentiated connective tissue dysplasia with a dominant lesion of the cardiovascular sys-
tem and a wide range of extracardial phenotypic features. The necessity of an interdisciplinary
approach (therapist, cardiologist, cardiac surgeon, geneticist), early diagnosis and timely sur-
gical correction of heart defects is demonstrated. Long-term management of patients with
familial forms of undifferentiated connective tissue dysplasia, including blood pressure con-
trol, antihypertensive and antiplatelet therapy, monitoring of aortic dimensions, treatment of
chronic pyelonephritis and biliary tract disease, is essential for preventing complications and
improving the quality of their life.
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