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Beeoenue. Cunopom Mapghana (CM) — nacreocmsennoe 3abonesanue coeOUHUMENbHOU MKAHU, CONPOBOANCOA-
oweecs: pazgumuem aHe8pPUIMbL AOPMbl, IKMONUU XPYCIMANUKA NPU HATUYUU NPUSHAKOE CUCIEMHO20 B08NCHEHUs
COCOUHUMENILHOU MKAHU C 8bICOKUM PUCKOM JCMALbHO20 UCX00d 8 MOLOOOM 803DACE NO NPUHUHE PACCIAUBAIOW el
AHeBPUIMbL AOPMbL UNU NPOSPECCUPYIOWEll CEPOCUHOU HeAOCMAMOYHOCMU.

Lenv. Ompasums 3HAUUMOCTG CE0EEPEMEHHOU OUASHOCTUKI HACACOCMBEEHHBIX HAPYUUEHUI COCOUHUMENbHOU

MKAaHU.

Mamepuan u memoowi. B cmamve npedcmagnen kaunuveckuil cayyai nozoueu ouaznocmuxu CM y nayuenma c
anespusMou aopmel, SIKMONUell XpyCmanukd, 60poHKO0OpasHoll deghopmayueti cpyoHOU KAemKuU Opy UM nPUSHAKA-

MU CUCMEMHO20 8081EUEHUS. COCOUHUMEbHOU MKAHU.

Pesynomamul. ¥V nayuenma c éepugpuyuposannvim ouaznozom CM u 6bicOKUM PUCKOMACMATLHO2OUCX00A 6 CE5I3U
C Hanuyuem amespusMvl dopmol ObLIU GbINOIHEHbI NPOMEIUPOBAHUE BOCXOOSUWE AOPMbL U AOPMATLHO2O KIANAHA,

niacmuka mpuKycnudaJleozo KjlanaHda.

Buisoow. Ceoespemennan ouaznocmuxa CM nosgonum opeanuzosams ounamuieckoe Haoarooenue 3a cocmosanu-
emM nayueHma ¢ yeivlo KOppeKyuu UMerouwuxcsa HapyweHul u npo@puIaKmuKy 0CI10#CHEHU.
Kniouesvie cnosa: cunopom Mappana, nacieocmeennvle Hapyuenus COEOUHUMENbHOU MKAHU, AHe8PUIMA Aop-

Mol, KIUHUYEeCKULl CIy4all.
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Beeoenue

Cunnpom Mapdana (CM) — kiraccHIecKuid pu=
MEp MOHOTCHHOT'O HACJICJICTBCHHOTO HAPYIICHUS
coequnutenbHoil Tkanun (HHCT) ¢ ayrocomHO-10-
MUHAHTHBIM THIIOM HACJEIOBaHUs, BBICOKOW Iie-
HETPAaHTHOCTHIO M Pa3HOM CTENEeHBIO DKCIPECCHB-
HOocTH. 3aboyieBaHWE SIBISETCA HACIEICTBEHHBIM
B 75-80% cmyuyaeB, OoJHaKO MOXeT Pa3BUBATHCS
BCJICJICTBUE CIIOHTAHHBIX MYTaIlil. YCTaHOBJICHA
CBsI3b ¢ MyTauusiMu B rere ¢uopummaa 1 (FBN1)
Ha xpomocome 15g21.1, rene TGFBR1 u TGFBR2
Ha 9-i1 m 3p24.2-P25 xpomocome, aro o0yCITaBin-
BaeT KIMHUYCCKYIO BapHabeNbHOCTh 3a00JICBaHUS
[1,2].

Yacrora BCTpe4aeMOCTH cocTaBiser 1-3 uelo-
Beka Ha 5000, BHE 3aBUCUMOCTH OT I10JIa ¥ BO3pacTa
[1, 2]. [IponoIKUTEIbHOCTDh U3HU MallMeHTOB C
CM omnpenensercss Mpexae BCero CTENEHbI0 U Xa-
paKTepoOM IMOPaXEHUs CEPJICUHO-COCYAMCTON CH-
crembl. be3 NI€UeHUs MPOJOIKUTEIBHOCTD JKU3HU
JUI] ¢ cHHApPOoMOM MapdaHa 4acTo orpaHHYHBaET-
cs 30-40 romamu, cMepTh HACTyMaeT BCIEACTBHE
pacciauBaroleiicsi aHeBpU3Mbl a0PThl UJIU 3aCTOM-
HOM CcepAeYHON HeI0CTaTOYHOCTH. KOpeHb aopThl
pacumpserca y 50% neteit u 'y 60-80% B3pOCIHBIX.
Oco00 HeOnaronpusatHoe Teuenne CM HaOmronaeT-
cs1 'y OepeMeHHBIX >KEHIIHMH, MTOCKOIbKY Tpu Oepe-
MEHHOCTH CYIIIECTBEHHO YBEIMYMBAETCS PUCK cep-
JICYHO-COCYTUCTBIX OCJOKHEHUU M PUCK Meperadyu
CM pebenky cocrarnser 50%. B nociennue rojsi
OTMEYaeTCs MOJIOKUTEIIbHAS TCHICHITUS B OTHOIIIE-
HUU BbIKMBaeMoCTH Jiull ¢ CM BeiencTBUE paHHEH
JIMATHOCTHKH 3a00JIeBaHs, TTIO)KU3HEHHON Teparniu
B-0okaTopamu (B TOM YHCJIE W MPH OCPEMEHHO-
CTH), KOTOPBIC CHI)KAIOT CKOPOCTh JIUJIATAllUU aop-
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THI, @ TaKXKe Oyaromaps MpohUIaKTHIECKUM OTepa-
TUBHBIM BMEIIATEIbCTBAM Ha aopte [3].

Jnarnoz CM BbICTaBIsIeTCS Ha OCHOBaHUU
I'enrckux kputepues, nepecMoTpeHHbIX B 2010 . u
XapaKTEePHU3YIONUXCS KIMHUIECKOH OpUEHTHPOBAH-
HOCTHIO. [Ipy TOCTaHOBKE NHMArHo3a yYWTHIBAIOTCS
CIICIYIONTNE KPUTEPHUH: PACITUPECHUE aOPTHI U K-
TOTHS XPYyCTaIuKa, CHICTEMHOE BOBJICUCHUE COCIIU-
HUTEJILHOW TKaHU, HAIMYHE/OTCYTCTBHE CEMEHHOI0O
aHaMHe3a, Pe3yJIbTaThl MOJIEKYJISPHO-TEHETUYECKO-
ro uccienoBanus [4]. bbuin BblJieNIEHbI U CBEJICHBI B
Tabymiy Hanbosee crienn(puIHbIe TPU3HAKH C yUe-
ToM acconuupoBaHHocTH ¢ CM, KOTOpBIE OTpaka-
IOT CUCTEMHOE BOBJICUCHHE COCAMHHUTEILHON TKa-
HU. OLEHKa CUCTEMHBIX WU3MEHEHHUM MPUBOAUTCS B
baiax (tadm.) [1, 4].

KommgectBo 6amioB >7 CBUIOETENBCTBYET O CH-
CTEMHOM BOBJICUCHUH COCTUHUTEIHHON TKAHU.

Huarnoctuueckue kputepun CM:

I. Ilpu orcyrcTBUM CeMEWHOIO aHaMHE3a Jua-
rHo3 CM ycraHaBiIMBaeTCs HA OCHOBAaHUM CIIEIYIO-
IIUX TPU3HAKOB:

1) pacmupenne aopThl W IKTONHUS XPyCTaauKa
W

2) pacmupeHue aopThl U Mytauun rena FBN1
WJH:

3) pacuupeHue aopThl U CHCTEMHBIC N3MEHEHUS
(>7 6amnoB).

II. IIpu manuuaum cemeitnoro anamueza CM is
MIOCTAaHOBKU JHAarHo3a JOCTATOYHO JOTOTHUTEIIb-
HOTO HAJIMYUS OJHOTO U3 MPU3HAKOB!

1) sKTOIHMS XpyCTATHKA,

2) cucTeMHbIe U3MeHeHus (>7 6aioB);

3) pacmmpenue aopTsI [5].

B Hacrosimiei nyOoauKanuy onrucaH ciyvan mosi-
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Tabnauya — Cucremusie uamenenus npu CM
Table — Systemic involvement in MS

TTo10KUTENBHBIIN TECT 3AISCTHS U TECT OOJIBIIOro Halbla B
TTo10KHUTENBHBIN TECT 3aISCThS WX TECT OOJIBIIOrO Halbla 1
KuneBuauas rpyaHas KieTka 3
BopoHK00Opa3Hast Wi aCHMMETPHYHAsI TPY/AHAS KIICTKa 1
Banbrycnast gedopmarust cTomb 2
IInockocronue

CrOHTaHHBIH ITHEBMOTOPAKC 2

JlypanbHas 3KTa3us

%)

Iporpy3us Ta306eAPEHHOr0 CycTaBa

=

OTHoOIICHHE BEPXHET0 CerMEeHTa TyIoBHIIa (10 cuMdusa) k HikHeMy <0,86 u pasmax pyk/poct >1,05 6e3 BbIpaKeHHOT0 CROTHO3A.

CKOJIHO3 HIIN TOPaKOIIOMOANBHBIH Ki(0o3

&

Orpannuenue pasrudanus JJIokTeBoro cycrasa (<180°)

3 13 5 MHIEBBIX MIPU3HAKOB (ToIHXoLedars, aHTUMOHTOIOUIHEIN pa3pes I1a3, Y9HO(TanbM, peTpOrHaTHs, THIOMAA3Hs CKY IOBBIX

—_

KOCTe#)

—_

Kosxnble cTpun

Muonus >3 nuonTtpuit 1

IIponarnc MUTpaIBHOTO KilamaHa 1

HEH TUarHOCTHKU CHHApOoMa MapdaHa y My KUHUHbBI
40 ner.

Kimanaecknii cinyqait. [lamment J1., 1976 rona
POXJeHHs, HOCTYIHJ B TEpaleBTUYECKOE OTIe-
nenne Y3 «lopojickas KiIMHHUYECKas OOJbHUIIA
Ne 2 r. I'pogro» (KB Ne 2) 16.01.2017 r. ¢ xa-
7n00aMy Ha OJBIIIKY NPU HE3HAYUTEIbHOH (u3u=
YECKOH Harpy3ke M B HOYHBIC 4achl, Kallelb<CO
CKYJHOM MOKPOTOH CIIM3HCTOIO Xapakrepa, OTEKU
HIKHUX KOHEYHOCTEH, MOSCHUIIBI, TSHYIHEC 00NN
B IpaBOM Moapedephe, yBeandenne Beca Ha 10 kr
3a TMOCIHEIHIO HeIemo. YXyIIIEeHHUE COCTOSHMUS
B TEUEHHE Mecsla 0 TOCHHUTAIN3AHH, Koraa 0e3
BUAMMOM IPUYUHBI CTajla OECIIOKOUTH OJBILIKA IIPU
¢usnyeckoll Harpyske, MMEBIIAs HapacTaroIIUn
XapakTep. 3a MEAMIUHCKOR. MOMOIIBI0 He o0pa-
masics. C 12.01.2017 r. nesBWIMCH Kalllellb, OTEKH,
00paTHIICS K LIEXOBOMY TEpaleBTy, PEKOMEHOBaH
OCIIaMOKC, MyKalnTHH, TaBerwl. CaMouyBCTBUE HE
yiryumnnoch. IIpu MOBTOPHOM OCMOTpE LIEXOBBIM
tepaneBToM 16.01.2017 na OKI" BbIsSiBICH BepBbIe
BO3HHKILIUI HApOKCHU3M TpereTaHus Mpelcepani,
YTO MOCITYKHJIO0 OCHOBAHUEM JJISI TOCTTUTATIM3ALINH.

[lepenecennbie 3a0oaeBanus: npoctyanse. Ce-
MEHHBIN aHAMHE3: y OTLa U JJOYEPHU NallMeHTa — BO-
POHKOOOpasHas jedopMalius TpyIHON KICTKH.

Pesynbratel usukanpHOro obcienopanus. Co-
CTOSTHME CpeJHEW CTENeHH TSHKECTH, OTEKH CTOIl,
roaeHe, mosscaupl. Poct 172 cMm, Bec 80 kr, UMT
27. BoponkooOpasHas nedopmariys TpyJHON KIeT-
ku (puc. 1, 2).

AyckynpTaTUBHO. J|pIXaHWE BE3UKYISIPHOE, OC-
na0ieHo B HWYKHUX OTAeNax, Oonblre ciesa. Yacro-
Ta apixanus 20 B MUHYTY. BepxymieuHslil TOIYOK
—Ha 1,5 cM KHapyXH OT JIEBOM CPETHEKIIOUNYHOU
TuHUH B 5 MexpeOepbe. TOHBI cep/ma mpuryIie-
Hel, aputmMuanbie, YCC 142 B munyty. Cucromnoau-
ACTOJIMYECKUH IIyM BO BCEX TOUKAX ayCKYJbTalluu
cepAla ¢ MaKCUMyMOM B Touke boTkuHa 1 Ha aopre.

Pucynku 1, 2. — Boponkooopasnasn oegpopmavyusn zpyonoii
KJ1IemKuU 8 NPAMOU U KOCOOOKO080I RPOEKYUAX
Figures 1, 2. — Funnel chest in frontal and in slanting lateral
positions
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[ledyenpb BBICTYIIACT M3-110/1 Kpasi peOepHOM AyrH Ha
4 cM 1o npaBoii cpeHe-KII0YNYHOM TMHUN. Dusu-
OJIOTHYECKHE OTIPABIICHUS] B HOPME.

Pes3yremamul nabopamopHvlix Memooos
uccneooeanus

OO6mwmii ananu3 kposu 17.01.2017: spuTpounTs
— 4,94 muaH/MKI1, TeMOrIo0uH — 150 1/11, 1eHKOIUTEI
— 5,5 teic/mMii1, COD — 4 Mm/4ac, 1IBETOBOM MOKa3a-
tenb — 0,91, rematoxput — 0,41%, HEHTpOHITH TTA-
noukosiiepHbie — 2%, HEUTPO(UIBI CErMEHTOsIIep-
HbIe — 63%, muMdoruTel — 28%, MOHOUUTHI — 7%.
OOwmwmii anamm3 mouu 17.01.2017: 6emnok — 0,079
MI/CYT, IEHKOLUUTHI — 3-5 B 10JI€ 3pEHHS.
buoxumunyecknii ananus kposu 17.01.2017: 06-
it 6emok — 54 1/11, ModeBuHA — 6,4 MMOJIB/JI, Kpe-
atTuHUH — 119 MKMOIB/JI, TII0KO03a — 5,5 MMOJIB/JI,
xojecrepur — 3,2 Mmouib/a, CPB — 12 mr/n, PO ot-
pUIaTeIbHBIN, aHTHCTPENTONN3UH-O OTpUIIATEIh-
HBIH, OmupyOuH 00wt — 16,6 Mmxmons/n, LD —
119 En/n, AcAT — 60 En/an, AnAT — 90 Ea/a, xanuit
— 3,3 MMOJIB/JT, XJIOPUIBI — 97 MMOJIB/TI.
Pe3ynbTaThl HHCTpYMEHTAIBHBIX METOIOB UCCIIC-
JIOBAHUS U KOHCYJBTAIlUU Y Bpadyeii-ClelinaanucTOB.
OKT 16.01.2017 (npu mocTymjeHUH): Tpenera-
HUe npeacepani, npasmibHas popma; YCC — 140 B
MUHYTY. Beprukanpaoe monoxenune D0C. ['umep-
TpO(UsI JICBOTO JKEIYI0UKA C MePErPy3KOH.
Pentrenorpajguss OI'K  16.01.2017: Pent-
reH-TIpU3HaKKu 3acToiHbIX n3MeHennit B MKK. Jle-
BOCTOPOHHUI TUAPOTOpPaKC?
9x0KI" 17.01.2017: Ao: nuametp Ha ypoBHe AK
— 35 MM, B BOCXOZIIIEM OTneie — 53 MM, ayra
31 mm, OpromHoit oTnen aoptel — 18 mm. JIII: d1e-
penHe-3aaHuN pasmep — 42 MM, B 4-KaMepHOIL I10-
suiuun — 44/59 mm. MXII — 14/16 mm, 3CJEK —
13/20 mm, KIIP — 56 MM, KCP — 47 mm, KJ1O — 152
mi1, KCO — 100 mi, YO — 51 mit, ®B < 34%, MO —
7,4 n/mun, DY — 16%. Macca muokapma JIDK—330T,
M — 159 rp/m?. CokpaTuMoCcTh MHOKapIa: HOPMO-
kuHe3. HaeKe JIOKanbHOM COKPaTUMOCTH MHOKap-
nma — 1,0. TIIT: 52/57 mm. AK: cTBOPKH YILIOTHEHHI,
packpbiTue — 25 mMM. MakcumaibHasi CKOPOCTh —
1,0M/c, MakcumManbHBIA TpamueHT—4,0 MM pT. CT., AP
2 cremeHu, rpagueHT peryprutammu — 47,0 mMm
pT. ct. MK: CTBOpKHM VIUIOTHEHBI, PacKpbITHE
nonHoe. E — 0,6 M/c, MakCHUMaJbHBIN T'PaTUCHT —
1,5 mm pr. cri, mnomaas MO — 6,2 cm?, MP 2-3 cre-
TIeHU, TpagueHT peryprutanmun — 27,0 MM pT. CT.
JIA: nuametp cTBOMa — 24 MMm. JIA: MmakcuMampHas
ckopocTb — 0,4 M/c, MakCHUMaabHBIA TPATUCHT —
2,6 MM pT.CT., peryprutanus 1 crenenu. TK:
CTBOPKH He M3MeHeHbL, E — 1,5 M/c, MakcCuMalbHbIN
rpaaueHt — 1,1 mwm pt. cT., TP 3-4 crenenu, rpaau-
enT peryprutanmu — 13,0 mm pt. cr., HIIB Brox/
BbIoX — 27/27 MM, JIJIA cucronmuyeckoe — 33,0
MM pT. cT. Cenapanus JUCTKOB MEepUKapAa: Mo 3a/1-
et crenke JDK — 9 MM, mo 6okoBoit crenke JIDK
— 9 MM, 1o niepeaHeit crenke [DK — 15 MM, konuye-
CTBO CBOOOIHOM JXKHJIKOCTH — 68 MII. 3aKJIIOUCHHE:
AHeBpHU3Ma BOCXOIAIIETO OTIENa a0PTHI C PEryp-
rutarueit AK 2 ct. Perypruranus MK — 2-3 cr,
TK - 3-4 ct. 'nneprpodus muokapna JOK. Junara-
st JIII, TIITT, JDK. CokpaTtutenbHast criocOOHOCTH
muokapaa JIK camkena, ®B 34%. lpuznaku yme-
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peHHo# nerouHoil rumeprensuu, JJIA cuctom. —
33,0 MM pt. ct. ['unponepukaps.

VY31 nnespaneHbix nosoctert 17.01.2017: cBo-
0oHast )KUAKOCTh cripaBa — 30 MM, cieBa — 68 MM.
3axroueHue: IByCTOPOHHUH THIPOTOPAKC.

Y31 muTOBUIHON JKeNe3bl ¢ JIUMQpaTHICCKH-
MU TOBEpXHOCTHbIMH y3namu 17.01.2017: 6e3
9X0-MATOJIOTUH.

VY3U opraHoB OpromHONW TMONOCTH M IOYEK
20.01.2017. nddy3usie m3menenns nedenu. KKb.
I'enatocrnenomeranus.

XM-3KI 23.01.2017. Tpeneranue npeacepamii,
npaBuiIbHas/HenpaBuibHas Gopma ¢ YCC 80-157
yAapOB B MUHYTY Ha BCEM MPOTSHKCHUM UCCICAOBA-
HUS. 3aperucTPUPOBAHBI CIEIYIOIINE HAPYIICHAS
putMma: 32 XOC omumHouHble monmmMmopdHbe. Ha
BCEM IMPOTSKEHWU HCCIIEI0BAHUS KOCO-HUCXOMIS-
mas genpeccust cermenra ST-t — 10°.2-3 MM BO 2-M
H 3-M OTBEJICHUSIX.

CMAJl 23.01.2017: Cpemnree AJl 123/71 mm
pT. cT. Jenn: cpemnee AJ.125/72 MM pT. CT., Mak-
cumaiapHoe AJl 141/81 MM pT. CT., MUHIMAJIEHOE
Al 108/59 mMmpT. cr. Houn: cpeanee AJ]— 119/70
MM PT. cT., MakcumansHoe AJ[ — 136/90 mm pr.
cT., Muaumanbaoe AJl — 103/54 mm prt. ct. CHC:
CA/l nondipper, JIAZl nondipper. BapnabensHOCTS:
CAJlI/AA A nens —uopma, CAJI/JIA 1 HOUs — HOpMA.

I30¢aroracrpoayoaenockonus 24.01.2017: I'u-
nepemaro3Has ractponarus. AP 2 cr. Jlumdanru-
skTasun — 12nk. Bynsout. PAJ] mykoBuns! — 12 nk.

Upecnmmesoanas IxoKI™ 25.01.2017 (I'OK-
KII): AK: cTBOpKHM AHWCIUIACTHYHBI, CTBOPOK TPH,
BereTanuii He BeIsIBIICHO, AP 2 cTenenu (10 koHIa
nepenueit crsopku MK). Kopens aopTsl — 53 mwm,
BOCXOJISLIUH oTaen aopTel — 57 mMm. MP 2-3 creme-
Hu. TP 2-3 crenenu. PGTV — 26 mMm pr. ct. T —
38/54 (pacmmpeno). AJIA cuctommdeckoe — 36 MM
pt. ct. JOK: K/ — 69 mMm, @B — 51%. XXunkocts
B mosiocTu nepukapaa (mo 200 mu). 3akmroucHUE:
AHeBpU3Ma KOpHS AOpThl U BOCXOJSIICH YacTu
aoptel. Henocratounocts AK 2 crenenu. unara-
nus mostocty JOK u rumeptpodus muokapaa JIK
CO CHIDKEHHEM COKPATUTEIHHOU CrmocoOHOCTH. Pe-
ryprutamnust Ha MK 2-3 crenenn. Junaramus JII1 u
[I1. Perypruranus 2-3 crenenu Ha TK. Jlerounas
runepreHsus 1 ct.

Kapauoxupypr 25.01.2017: PexkomeHnaoBaHO
nmoobcnenoBanne — MCKT-anrmorpadus rpynHoit
AOPTHI C METBI0 UCKITIOYSHHSI PACCIOEHHS; TTOBTOP-
Hasl KOHCYJIbTaIusl.

PeHTreHoBCKasi KOMITBIOTEpHAss ToMorpadus
27.01.2017: Cepaue pacmiMpeHO B IMONEPEYHHKE.
B nonoctu nepukapja >KUAKOCTh TOJIIUHON OT 7
1o 12 mm. Bocxoasmmii OTAer aopThl CEYCHUEM 10
50 MM, ayra aopthl 10 28 MM 0e3 Je)eKTOB KOH-
TPACTUPOBAHUS U MPU3HAKOB PACCIOCHUSI CTCHKH.
Hucxopsimuit otaen aopTel U OPIOIIHON a0pTHI Ha
YPOBHE HCCIIEIOBAHNS HE PACHINPEHBI, KOHTPACTH-
pOBaHBI, 0€3 TPUCTCHOYHBIX AEPEKTOB.

Xupypr 18.01.2017: Temoppoii. Tpombo3
HApy»XHbIX TEeMOPPOUAATIbHBIX Y3JIOB B CTaAUU
pasperieHus..

Cromatonor 18.01.2017: Hyxnaercs B cana-
My ynanenue kopueit 4.7, 4.6, 4.5, 2.6.
Oxkymuct 30.01.2017: Mwuonmsi oboux T7a3 B
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BBICOKOH cTerneHu. Cxondiieecs coapyKeCTBEHHOE
MOHOJIATEPATbHOE KOCOTJa3ue C BEPTUKAIBHBIM
KOMIIOHEHTOM TIpaBoro riasa. llogBeiBUX XpycrTa-
JMKa JieBoro riasa 1| cT. AHruomaTusi ceT4aTKu
00omx Tias.

Tpasmatomor 30.01.2017: BoponkooOpasHas
nedopmaliysi TpyIHON KISTKH, HApyIIEHUE OCAHKH
M0 THUITy CKOJHOTHYECKOH, BapycHas aedopmanus
MSATOYHBIX KOCTEH.

Oropunonapunroyor 31.01.2017: Cwmermenne
HOCOBOM NEPETOPOIKH.

27.01.2017 mnamueHnty
HYCOBBIA  pUTM  METOJOM
ANEKTPOKAPIUOCTUMYIISIIHH.

OKI' 01.02.2017: Putm cunycosbiii. HCC — 82
B MuHYTY. OTkionenne D0C BneBo. M3menenns B
oboux mpencepausx. Mmemuss B MuUOKapae nepe-
HeOokoBoit ctenkn JIK.

Koncummym Ne 20 ot 01.02.2017: Ha ocHoBaHun
K00 manyeHTa, aHaMHe3a, JaHHBIX 00 bEKTUBHOTO
obOcrenoBanus, JIA0OPATOPHBIX W HHCTPYMEHTAIb-
HBIX JIAaHHBIX, 3aKJIOYEHHUM Bpayen-CrelnnalnucToOB
BbIcTaBiieH jauarHo3: Q87.4 Cunapom Mapdana.
AHeBpU3Ma KOPHSI U BOCXOJSILETO OTAEIAa AOPTHL.
Jucmnazus AK ¢ memocrarounocteio 2-3 cr. He-
nocrarouHocth MK 2-3 cr. Henocrarounocts TK
2-3 cr. Ilapokcu3M TpemeTaHus Ipencepanii (He-
YCTaHOBJICHHOW JIaBHOCTH), MpaBUJIbHAS (opma ¢
nposenenueM 2:1. Kapanosepcusa merogom HIIOC
ot 27.01.17. Cunycosas taxukapaus. XKOC. CAT.
H2a. Muonms o0oux Tia3 B BBICOKOW CTEMEHH.
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3. Puck neranbHOTO MCX0/a MPHU MMEIOIEMCS
[ATOJIOTUYECKOM COCTOSIHUU IO NMPUYMHE pa3pbiBa
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A CASE OF LATE DIAGNOSIS OF MARFAN SYNDROME
1Shelkovich Yu.Ya., 'Shyshko V. 1., 1Snitko V. N., *Kavalenia P. A. ,?Larionova I. N.,
’Gorbacheva S. V.

!Grodno State Medical University, Grodno, Belarus
2Grodno City Clinical Hospital Ne 2, Grodno, Belarus

Background. Marfan syndrome (MS) is a hereditary connective tissue disease (HCTD), which is accompanied by
the development of aortic aneurism, ectopia lentis and signs of systemic involvement of connective tissue with high risk
of fatal outcome in young age.

Aim. To show the significance of timely diagnosis of HCTD.

Material and methods. The present article describes a case of late diagnosis of MS in a patient with aortic aneurism,
ectopia lentis, funnel chest and other signs of systemic connective tissue involvement.

Results. A patient with the diagnosis of MS and high risk of fatal outcome due to aortic aneurism was subjected to
ascending aorta and aortic valve replacement as well as tricuspid valve plasty.

Conclusions. The timely diagnosis of MS allows organizing dynamic observation of the patient for correction of the
present disturbances and prevention of complications.

Keywords: Marfan syndrome, hereditary connective tissue disorders, aortic aneurysm, clinical case
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