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Beeoenue. Cunopom Mapgpana (CM) — nacreocmeennoe 3abonesanue coeOUHUMENbHOU MKAHU, CONPOBO#COA-
oweecs pazeumuem aHeepUsMbl dopmbl, IKMONUU XPYCMANUKA NPU HATUYUU NPUSHAKOE CUCIEMHO20 BOGNEYCHUs
COeOUHUMENBHOU MKAHU C 8bICOKUM PUCKOM JETNATLHO20 UCX00Ad 8 MOT0OOM 803pacmie No NpuuUHe pacciausaiouel
anespusMbl aopmul U npocpeccupyioweli cepoeytol HedoCmamoyHOCmu.

Lenv. Ompazumov 3Ha4uMOCMb C80€8PEMEHHOU OUACHOCMUKU HACIEOCMBEHHbIX HAPYWEHUN COeOUHUMENbHOU

MKAHU.

Mamepuan u memoosi. B cmamve npedcmasnen Kiunudeckuil cayuai nozoweti ouaenocmuxu CM y nayuenma c
aHespuUsMoll aopmsl, SIKMONUel XpyCmaiukd, 60POHKO0OpazHoll Oepopmayueti 2pyOHOU KIemKU U OPYUMU NPUSHAKA-

MU CUCEMHO20 BOBICYCHUS COCOUHUMETbHOU MKAHI.

Pesynvmamoi. ¥ nayuenma ¢ sepudpuyuposannvim ouaznozom CM u 8b1cOKUM PUCKOM JEMATbHO20 UCX00d 8 C8A3U
€ Hanuyuem anespusmvl aopmol ObLIU GbINOJIHEHbI NPOME3UPOBAHUE BOCX00AWEl AOPIbL U AOPMAILHO20 KIANAHd,

niacmuka mpuKycnudaﬂbHozo KaanaHa.

Buigoovl. Ceoespementasn ouaenocmurxa CM nozeonum opeanuzosams OuHamuieckoe Habaooenue 3a COCIMOAHU-
eM nayuenma ¢ yeavio KOppeKyuu UMerouuxcs HapyueHull U npoGUIAKIMUKI OCTOHCHEHUI.
Knioueswie cnosa: cunopom Mapgana, nacneocmsennvie Hapyuenus coeOUHUMenbHol MKaHil, anespusma aop-

Mbl, KIUHUYEeCKULL Cy4atl.
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Beeoenue

Cunnpom Mapdana (CM) — KITacCHISCKUN TIPH-
MEp MOHOTEHHOTO HACJIEICTBEHHOTO HaPYIICHUS
coequnutensHoil Tkanu (HHCT) ¢ ayrocomHo-10-
MUHAHTHBIM THIIOM HAaCJEIOBaHUs, BBICOKOH Tie-
HETPAaHTHOCTHIO M PA3HOM CTENEHBIO IKCIIPECCHB-
HOocTU. 3aboyieBaHWE SIBISETCS HACIEACTBEHHBIM
B 75-80% ciy4aeB, OIHAKO MOYKET pPa3BHBATHCS
BCJIEICTBUE CIIOHTAHHBIX MYyTalUW. YCTaHOBJIEHA
CBsI3b ¢ MyTanusMu B reHe ¢puopwunHa 1 (FBNI1)
Ha xpomocome 15q21.1, rene TGFBR1 u TGFBR2
Ha 9-it u 3p24.2-P25 xpomocome, 94TO 00yCIIaBIH-
BaeT KJIIMHUYECKYIO BapraOeIbHOCTH 3a00JICBaHUS
[1,2].

Yacrora BCTpeyaeMOCTH cocTaBisieT 1-3 uerno-
Beka Ha 5000, BHE 3aBUCHMOCTH OT I10JIa ¥ BO3pacTa
[1, 2]. [IpomomKUTEABHOCTD >KM3HU MALUEHTOB C
CM omnpenensercsi Mpexae BCEro CTENEHbI0 U Xa-
pPaKTEpOM TMOpPaXEHHUS CEePJeIHO-COCYINCTON CH-
cTeMbl. be3 yieueHus MpoaOKATEILHOCTD JKH3HU
JI[ ¢ cUHIpoMoM MapgaHa 4yacTo OrpaHUYHUBaCT-
csa 30-40 romamu, cMepTh HACTYIACT BCIEACTBUE
pacciauBaroNieiicss aHeBPU3MbI a0PThI WII 3aCTOM-
HOH cepaeuHol HemocTaTouHOCTU. KOpeHb aopThl
pacmmpsiercs y 50% nereii 'y 60-80% B3pOCIBIX.
Oco60 uHebmaronpustHoe Teueane CM Habmomaer-
cs1 'y OEpeMEHHBIX JKCHIIHMH, MTOCKOJIbKY MpHU Oepe-
MEHHOCTH CYIIECTBEHHO YBEJIMYMUBACTCS PUCK Cep-
JIEYHO-COCYTUCTBIX OCJIOKHEHUU U PUCK Mepeaadu
CM pebenky cocraBisier 50%. B mocnennue rossr
OTMEYaeTcs MOJIOKUTENIbHAS TeHISHITHS B OTHOIIIe-
HUU BBDKUBaeMocTH Jinil ¢ CM BciiencTBue panHei
INAarHOCTUKH 3a00JIeBaHus, TIOKU3HCHHON Teparuu
p-0sioxkaTopamu (B TOM YHCIIE M MPU OSPEMEHHO-
CTH), KOTOPBIE CHIXKAIOT CKOPOCTh JINIATAIlUU a0p-
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THI, a TaKke Oyarogaps MpohUIaKTHIECKAM OTepa-
TUBHBIM BMEIIATEIHCTBAM Ha aopTe [3].

Juarnoz CM BbICTaBIsICTCS Ha OCHOBaHUM
I'enrckux kputepues, nepecMoTpeHHbIX B 2010 . u
XapaKTePU3YyIOINXCS KITHHIYECKOW OPHEHTUPOBAH-
HocThI0. [Ipy MOCTaHOBKE MMarHo3a y4WTHIBAIOTCS
CIIeIyIoIre KPUTEPHUH: PACIIUpEeHre aopThl M JK-
TOMHUST XPYCTAINKA, CUCTEMHOE BOBJICUCHHE COCIH-
HUTEIILHOW TKAaHU, HAJIMYHE/OTCYTCTBHE CEMEHHOTO
aHaMHe3a, Pe3yIbTaThl MOJIEKYJISIPHO-T€HETUUECKO-
ro uccienoBanus [4]. beuin BbiJieNIEHBI U CBEJICHBI B
Tabnuity Hanbomee ciennuyHbIe TPU3HAKY C yUe-
TOM accormupoBaHHOoCcTH ¢ CM, KOTOpBIE OTpaXka-
0T CHCTEMHOE BOBJICUCHHE COCAMHHUTEIHLHON TKa-
HU. OIleHKa CUCTEMHBIX W3MEHEHHM MPUBOIUTCS B
Oautax (tadmn.) [1, 4].

KommuectBo 6amioB >7 CBUAETENBCTBYET O CH-
CTEMHOM BOBIICYCHUHN COCAMHUTEIHHON TKaHM.

Jwnaraoctnaeckue kpurepun CM:

I. ITpu oTcyTCTBHMM CEMEWHOrO aHaMmHe3a Jua-
rHo3 CM ycTaHaBnrBaeTCsS HA OCHOBAHHUH CIIEITYIO-
IIUX TPU3HAKOB:

1) pacmmpeHre aopThl W SKTOMHS XPYCTaINKa
WITH:

2) pacmmpenne aopTel u MyTaruu rena FBNI1
WJTH:

3) pacimmpeHue aopThl U CUCTEMHBIC H3MEHEHUS
(>7 6amnos).

II. IIpu Hanuuuu cemeiinoro anamueza CM s
MMOCTAHOBKHM JIMArHO3a JOCTATOYHO JIOTIOJTHHUTEIh-
HOT'O HAJWYHUS OJJHOTO U3 IPU3HAKOB:

1) aKxTOIMS XpyCTaNNKa;

2) CUCTeMHBIC U3MEHEHUs (>7 0alIoB);

3) pacmmpenue aopTsl [5].

B Hacrosme# myOauKaIye ormucaH cirydai mo3-
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Crnyuail U3 NpakTHUKU

Tabnuya — Cucremusie uzmMeHeHus npu CM
Table — Systemic involvement in MS

TT0N0KUTENBHBII TECT 3aISICThS U TECT OOJIBIIOTO Tajblia

TT010KUTENBHBII TECT 3aIMSICThs WK TECT OOJIBIIIOTO nambua

Kunepnynas rpynas kineTka

BopoHkooOpa3Has 1l aCHMMETPUYHAS TPYAHAS KIIETKa

Basnbrychas nedopmariyst CTorsl

ITnockocromnue

CIHOHTaHHBIN THEBMOTOPAKC

JlypanbHast 5KTa3us

IpoTpy3us Ta3006eApPCHHOrO CycTaBa

OTHoLIEHHE BEPXHEr0 CErMeHTa Ty I0BHIIA (10 cuMdu3a) k HivkHeMy <0,86 1 pa3max pyk/poct >1,05 6e3 BbIpakeHHOT0 CKOJIN03a

CKOJIHO3 MM TOPaKoIoMOaNbHbINH KH(03

el i B B S 2 N S 2 I S I i B S B GRS I I S ]

Orpannuenne pasrubanus jokreBoro cycrasa (<180%)

3 U3 5 IMIEBbIX NPU3HAKOB (I0JMXOLe]ais, aHTHMOHTOJION/IHBIN pa3pes riias, SHO(TAIbM, PETPOrHATHS, THITOTUIA3HS CKYJIOBBIX
KoCTeil)

Koxusle crpun 1

Muonus >3 nuontpuit 1

IIponanc MUTpanbHOTO KilanaHa 1

HEH TUarHOCTHKK CUHApoMa Mapdana y My KUnHBI
40 ner.

Knunnaecknit cmydgaii. [amment /1., 1976 rona
pOXJZeHHs], HNOCTYHNWI B TEpaleBTUYECKOE OT[e-
nenne Y3 «lopoackas kiuHUYECKas OOJbHHUIIA
Ne 2 r. I'pogro» (I'KB Ne 2) 16.01.2017 r. ¢ xa-
no0aMy Ha OJBINIKY MpPU HE3HAUYWTEIbHOH (HU3M-
YEecKOM Harpy3ke M B HOYHBIC 4achl, Kalleldb CO
CKYJHOM MOKPOTOH CIIM3HCTOrO Xapakrepa, OTEKH
HIDKHAX KOHEYHOCTEH, MOSCHHUIIBI, TAHYIIHE 00N
B MIPaBOM Mojpedephe, yBenuueHue Beca Ha 10 kr
3a TOCJETHIOI HEJEN0. YXYIIIEHHE COCTOSIHHA
B TEUEHHE MeECsla O TOCIHTAIN3ALNH, Koraa 0e3
BUAMMOM IPUUMHBI CTaJIa OECIIOKOUTH OJIBILIKA IPU
¢u3nyecko Harpys3Ke, WMEBIIAs HapacTaroIIN
XapakTep. 3a MEIUNMHCKOM MOMOINBI0 HE 00pa-
majcs. C 12.01.2017 r. mosBWIKCH Kallleslb, OTCKH,
00paTHIICS K IIEXOBOMY TEpPaIeBTy, PEKOMEHI0BaH
OCIIaMOKC, MYyKalTHH, TaBermwil. CaMO4yBCTBUE HE
yiIyqmninoch. 1Ipu MoBTOPHOM OCMOTpE LIEXOBBIM
tepareBToM 16.01.2017 na OKI' BbIsSBICH BIiepBbIe
BO3HUKIIMN MapoOKCU3M TperneTaHus Mpeacepauni,
YTO MMOCTYKHMIJI0 OCHOBAHHEM JIJISl TOCIIUTATN3aIUH.

[lepenecennslie 3a0oeBanus: nmpocryansie. Ce-
MEHHBIN aHaMHE3: Y OTLa U I0Yepy MalueHTa — BO-
poHKoOOpa3Has AedopManys rpyJHOM KICTKH.

Pesynprarer pusukansHOTO 06CIenoBanusa. Co-
CTOSIHME CpEJHEH CTENEHH TSXKECTH, OTEKH CTOIl,
rojieHeit, mosicaunpl. Poct 172 cm, Bec 80 kr, UMT
27. BoponkooOpasHas fedopmarius TpyIHON KIIeT-
ku (puc. 1, 2).

AyCKyIbTaTUBHO. JIBIXaHUE BE3HKYJSIPHOE, OC-
J1a0JIEHO B HMKHMX OT/eJax, Ooublie cieBa. Yacro-
Ta gprxaausa 20 B MEHYTY. BepXyIiednslii TOTI0K
—Ha 1,5 cM KHapyXu OT JIE€BOH CPEIHEKITIOUMIHOMN
muHUH B 5 MexpeOepbe. TOHBI cepilia npuriyiie-
Hbl, aputMuusble, YCC 142 B munyTy. CucTtonoau-
ACTOJINYECKUH IIYM BO BCEX TOYKAaX ayCKyJbTalUu
cepAla ¢ MaKCUMyMOM B Touke boTknHa 1 Ha aopre.

Pucynku 1, 2. — Bopoukooopasnas degpopmavyusa zpyonoii
KJ1emKu 6 nPAMOIL U KOCOOOKO060I RPOEKUUAX
Figures 1, 2. — Funnel chest in frontal and in slanting lateral
positions
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Crnyualt U3 paKkTUKN

[leyenp BBICTYTIAET U3-TIOA Kpast peOepHON IyTH Ha
4 cM TI0 TIpaBO# CpeaHE-KITIOUMIHON TUHUN. DPU3N-
OJIOTHYECKHE OTIIPABJICHIS B HOPME.

Pe3ynomamot 1a060pamopHbIx Memooos
uccneooeanus

OOmmit ananu3 kposu 17.01.2017: sputportuTsl
— 4,94 maH/MKI1, TeMOrino0uH — 150 1/1, 1e KO TEI
— 5,5 teic/MKi, COD — 4 MMm/4ac, IBETOBOH ITOKa3a-
teib — 0,91, rematokput — 0,41%, HeHTpOUIIBI NTa-
JoYKosepHbIe — 2%, HEUTPOHUIIBI CErMEHTOSACD-
HbIe — 63%, muMdorutel — 28%, MOHOIUTHI — 7%.
OOmwii ananu3 mouu 17.01.2017: 6enox — 0,079
MT/CYT, IEHKOIUTHI — 3-5 B TI0JI€ 3peHUsl.
buoxumudeckuit amanus kposu 17.01.2017: 06-
1y 6eok — 54 r/n, MmoueBuHa — 6,4 MMOJIB/JI, Kpe-
aTUHUH — 119 MKMOJIB/N, TII0K03a — 5,5 MMOJIB/,
xonecrepud — 3,2 Mmoutb/1, CPB — 12 mr/n, PO ot-
pUIATENBHBIN, AaHTHCTPENTONN3HH-O OTpUIATEIh-
HBIHA, OmmupyouH oOmwmit — 16,6 Mmxmons/mn, LD —
119 Ex/n, AcAT — 60 En/n, AnAT — 90 Exn/n, xanuit
— 3,3 MMOJIB/J1, XJIOPHJIBI — 97 MMOJIB/JL.
Pe3ynbTaThl MHCTpYMEHTANBHBIX METOIOB UCCTIC-
JIOBaHMS U KOHCYJIBTAIIUHU Y BPauei-CIICIIUAINCTOB.
OKT 16.01.2017 (npu mocTymieHnn): TpeneTa-
HHUe Tipencepanii, mpasmibHas popma; HCC — 140 B
MuHYTY. Beprukanpaoe monoxenue D0C. ['umep-
TPOQUS JIEBOTO JKEITyI0YKa C IePErpy3KOi.
Pentrenorpaguss OI'K  16.01.2017: Pent-
reH-NIpU3HaKyu 3acToiHbIX n3meHennii B MKK. Jle-
BOCTOPOHHUI T'UPOTOpPaKC?
2x0KI" 17.01.2017: Ao: nunametp Ha ypoBHe AK
— 35 MM, B BOCXOZIIEM OTmeiIe — 53 MM, ayra —
31 mm, OpromHo oTaen aoptel — 18 mm. JIII: me-
penHe-3aaHui pasmep — 42 MM, B 4-KaMepHOH 1o-
sunud — 44/59 mm. MOKIT — 14/16 mm, 3CJIK —
13/20 mm, KJIP — 56 MM, KCP — 47 MM, KZIO — 152
i, KCO — 100 mut, YO — 51 v, ©B — 34%, MO —
7,4 n/muH, DY — 16%. Macca muokapaa JIK—330r,
UM — 159 rp/m?. CokpaTUMOCTh MHOKAp/ia: HOPMO-
KMHe3. MIHaeKe JoKanbHOW COKPaTUMOCTH MHOKap-
na — 1,0. III1: 52/57 mm. AK: cTBOpKH yIJIOTHEHBI,
packpeiTie — 25 MM. MakcumanbHas CKOPOCTb —
1,0M/c, MakcumanbHBIA TpagueHT—4,0 MM pT. CT., AP
2 cTeleHu, TpaaweHT peryprutarmuu — 47,0 MM
pr. cr. MK: CTBOpKHM YIUIOTHEHBI, PacKpbITHE
nosHoe. E — 0,6 M/c, MakCHUMasbHBIA TPaUeHT —
1,5 mm pt. ct., mnomans MO — 6,2 cm?, MP 2-3 cte-
MEHU, TpagueHT peryprurauuu — 27,0 MM pT. CT.
JIA: nuametp ctBosna — 24 MMm. JIA: MakcumanibHas
ckopocth — 0,4 M/C, MaKCUMaJIbHBIA TPATUCHT —
2,6 MM pT. cT., peryprutamus 1 cremnenu. TK:
CTBOPKH He U3MeHeHbl, E — 1,5 M/c, MakcuMalibHbIiH
rpaguent — 1,1 mm pt. c1., TP 3-4 crenenu, rpaau-
eHT peryprutaiuu — 13,0 mm pt. cr., HIIB Brmox/
BeIIOX — 27/27 mm, IJIA cucrommueckoe — 33,0
MM pT. cT. Cenmapanus JUCTKOB IIEpUKapa: 1Mo 3a-
et crenke JIDK — 9 MM, mo GokoBoii crenke JIDK
— 9 mm, o niepenueit crenke [DK — 15 mm, xonnye-
CTBO CBOOOJHOM JKUAKOCTH — 68 MiI. 3aKiIOYCHHUE:
AHeBpHU3Ma BOCXOJSIIErO OT/eNa aopThl C PEryp-
rutaneii AK 2 cr. Peryprurauus MK — 2-3 cr,
TK — 3-4 c1. 'mmeptpodust muokapaa JIK. dwmmara-
nus JIIT, TIT, JOK. CokparurensHas cmocoOHOCTh
muokapaa JOK cumxkena, ®B 34%. [Ipusnaku yme-
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peHHoOM neroyHoi runeprensuu, JIA cucron. —
33,0 MM pT. ct. ['mapomepukap.

V3U nneBpanbhbix nonoctrerd 17.01.2017: co-
0onHas KUIKOCTE cripaBa — 30 Mm, ciieBa — 68 MM.
3aKiroueHue: ByCTOPOHHUM IHIpOTOpaKC.

Y3U umToBUAHON jkene3bl ¢ JMM(paTHYecKu-
MH TIOBepXHOCTHbIMH y3mamu 17.01.2017: 0Ge3
9XO0-TIaTOJIOTHH.

VY3U opraHoB OpIOMIHON TOJIOCTH M IIOYEK
20.01.2017. duddysubie usmenenus neuenu. KKb.
I'enatocnnenomeranus.

XM-3KT 23.01.2017. Tpeneranue npeacepauii,
npaBwibHas/HenpaBuibHas (Gopma ¢ YCC 80-157
yAapoB B MUHYTY Ha BCeM MPOTSHKEHNHN HCCIIeI0Ba-
HUS. 3aperucTpUpOBAHbI CIEAYIONME HAPYIICHUS
putma: 32 XKOC omuHounble mosmMopdHbie. Ha
BCEM IMPOTSKEHUU HCCIIEJOBAHNSA KOCO-HUCXOMS-
mas genpeccust cermenra ST-t — 10 2-3 MM BO 2-M
U 3-M OTBEICHUSAX.

CMAJT 23.01.2017: Cpemuee Al 123/71 mm
pT. cT. Jlenn: cpennee A/l 125/72 MM pT. CT., MaK-
cumanbaoe AJl 141/81 MM pT. cT., MUHUMAaIbHOE
AJl 108/59 mm pt. ct. Houb: cpennee AJl — 119/70
MM pT. cT., Makcumanbioe AJl — 136/90 mm pr.
ct., muanManbHOoe AJl — 103/54 mm pr. ct. CHC:
CA/I nondipper, JIAJl nondipper. BapuabenbHOCTS:
CAJI/AA neub —Hopma, CAI/JIA 1 HOYb — HOpMa.

D30(aroracrpoayonenockonus 24.01.2017: I'u-
nepemaro3Has racrponarust. AP 2 cr. Jlumdanru-
skTasuu — 12nk. bynsour. PAJ] mykoBuns! — 12 nk.

UpecnmmeBonnass OxoKI' 25.01.2017 (I'OK-
KII): AK: cTBOpKHM NHCILIACTHYHBI, CTBOPOK TPH,
BereTauii He BeIIBICHO, AP 2 cTenenu (10 KoHIA
nepenneit crsopku MK). Kopens aopTsr — 53 mwm,
BOCXOAIINI oTaen aopTel — 57 mMm. MP 2-3 creme-
Hu. TP 2-3 crenenn. PGTV — 26 mm pr. ct. I —
38/54 (pacmmpeno). 1JIA cucrommaeckoe — 36 MM
pt. ct. JOK: K/ — 69 MM, ®B — 51%. XXunkocts
B mojoctu nepukapaa (mo 200 mi). 3akimodyeHue:
AHeBpH3Ma KOpHS aOpThl M BOCXOJSIIEH YacTH
aoptel. Hemoctatounocts AK 2 crenenu. unara-
st nonoctu JOK u runeprpodus mmoxapaa JDK
CO CHI)KEHHEM COKPATHUTENBHOU criocoOHOCTH. Pe-
ryprutamus Ha MK 2-3 crenenu. Junatarus JIIT
III1. Perypruramnus 2-3 crenenn Ha TK. Jlerounas
runepTensus 1 ct.

Kapauoxupypr 25.01.2017: PexomeHnnoBaHO
noobcnenoBanne — MCKT-anruorpagust rpyaHoi
AOPTHI C TENBI0 MCKITFOUSHHS PACCIOSHUS; TOBTOP-
Hasl KOHCYJIbTaIHsl.

PentrenoBckass KOMITbIOTEpHAss TOMOTpadus
27.01.2017: Cepaue pacuMpeHO B TONEPEYHHKE.
B nosioctu nepukapiaa KUAKOCTb TOJILHUHOW OT 7
1o 12 mm. Bocxoasuuii otaen aopTbl CEYEHUEM A0
50 MM, ayra aoptel g0 28 MM 0e3 nedeKTOB KOH-
TPacTUPOBAHUS W TPU3HAKOB PACCIOSHUS CTEHKH.
Hucxomsimuii oT/en aopThl U OPIONTHON aoOpTHI Ha
YPOBHE HCCIIEIOBAHNS HE PACUIMPEHBl, KOHTPACTH-
pOBaHbl, 0€3 MPUCTEHOYHBIX 1E(PEKTOB.

Xupypr 18.01.2017: T'emoppoii. Tpom603
Hapy)XHBIX TEMOPPOUIAIBHBIX Y3JI0OB B CTaJHUU
paspemieHus.

Cromaronor 18.01.2017: Hyxnmaercs B cana-
WU: yaajneHue Kopuei 4.7, 4.6, 4.5, 2.6.

Oxkymuct 30.01.2017: Muonus oboux rmna3 B

Journal of the Grodno State Medical University, Vol. 17, Ne 3, 2019



BBICOKOH cTeneHu. Cxopsieecs CopyKECTBEHHOE
MOHOJIATEPAIbHOE KOCOTJIa3Me€ C BEPTHKAIBHBIM
KOMITOHEHTOM TpaBoTo ria3a. [loaBeIBUX XpycTa-
JUKa JIeBOrO ria3a |1 cT. AHTHONATHs CEeTYaTKU
o0oux rinas.

TpaBmaromor 30.01.2017: BoponkooOpasHas
nedopMarys TPyIHON KIETKH, HApyIIEHHEe OCaHKH
M0 THUITY CKOJHOTHYECKOH, BapycHas Aeopmanus
MSATOYHBIX KOCTEH.

Ortopunonapunronor 31.01.2017: Cwmemienue
HOCOBOM ITEPETOPOJIKH.

27.01.2017 mnaumenty
HYCOBBIA  pUTM  METOJOM
AIEKTPOKAPIUOCTUMYJISIIHH.

OKI" 01.02.2017: Putm cunycosrit. YCC — 82
B MuHYTYy. OTkionenne D0C BneBo. M3menenus B
oboux npencepausix. Mimemus B MuUOKape nepes-
HeOoKoBo# crenkn JIK.

Koncunuym Ne 20 ot 01.02.2017: Ha ocHOBaHuM1
)KaJI00 malpeHTa, aHaMHe3a, JaHHBIX 00 bEKTUBHOI'O
oOcienoBanus, 1a00pATOPHBIX M MHCTPYMEHTAIb-
HBIX JAHHBIX, 3aKJIOUYECHHI Bpayel-CleUaInCTOB
BbIcTaBlieH jauarHo3: Q87.4 Cunapom Mapdana.
AHeBpHU3Ma KOPHS M BOCXOISIIETO OT/eNa aopThl.
Jucmnasus AK ¢ HemocrarounocTeio 2-3 cT. He-
nmocratouHocts MK 2-3 c1. Hemocrarounocts TK
2-3 cr. [lapokcu3M TpemeTaHus mpencepanii (He-
YCTaHOBJICHHOM JTaBHOCTH), TpaBUJIbHAs (opma C
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A CASE OF LATE DIAGNOSIS OF MARFAN SYNDROME
IShelkovich Yu.Ya., 'Shyshko V. L, 'Snitko V. N.,Kavalenia P. A. ,’Larionova I. N.,
2Gorbacheva S. V.

!Grodno State Medical University, Grodno, Belarus
’Grodno 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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