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MarHoCTUKa pasfinyHbiX BapuaHToB auddepeH-

LMPOBaHHON AMNCMNIa3UN COAVUHUTENIbHOW TKaHn

(ACT) TpyaHa B CBA3U C NOIMMOPQPHOCTbIO K/IN-
HUYecKux NMPOSIBIEHUA COEAUHUTENIbHOTKAHHbIX Ha-
pYLUEHNA B Pa3/INYHbIX OPraHax u cucTemax, a Takxe
nJaoxoi UHPOPMUPOBAHHOCTbLIO O HUX Bpaden. Tpa-
AnunoHHoe npeactaeneHue o ACT kak npenmMyLiec-
TBEHHO KOCTHO-MbILLUEYHbIX HapPYLWEeHUNAX (naTonorus
ckeneTa, CYyCTaBOB, KOXMW) U HETSHKEJNIOM Te4YeHuu
npouecca paspywaeTcs 4acTbiMU COOOLLEHNAMU O
neTanbHbIX UCXOAAX B CBAA3U C CepAe4YHO-COoCcyauc-
TbiMU KaTacTpodamu.

JaHHoe HabnogeHve [eMOHCTPUPYEeT TPYAHOCTU
MPWXU3HEHHOW ANArHOCTUKM daTanbHbIX OCHOXHEHWUN
BUCLLEPA/IbHON COEAMHUTENIbHOTKaHHOW aucnnasmm y
MY>KUYMHbI C NEFKUMU BHELLIHMU nposisneHnsamun A CT, «yk-
nagblBaoWmMMmncs» B MapdaHonogobHbIin deHoTuM.

BonbHol U., 56 net, uuanupg, Il rpynnel. Moctynun no
CKOPOV MOMOLUM B MPOTUBOTYOEPKYNE3HbIA AMCraHcep
13 vions ¢ NpeanoNoXUTENbHBIM AMArHo30M: GUBPO3HO-
KaBEPHO3HbIN TyOepKyne3 nerkmx, JIero4Hoe KpoBoTeye-
HVe. Ha 0CHOBaHUW AaHHbIX peHTreHorpadum nerkmx Ty-
Oepkyned 6bin ncknoyveH. OgHako 605bHOM CKOHYaNcs B
NPUEMHOM OTAENEHUN OT MACCMBHOIO KPOBOTEYEHUS N3
KPYNHOro 6poHxa.

OKoHYaTenbHbI  KIIMHWYECKUIA  OnarHo3: JneroyHoe
KPOBOTEYEHME HEYCTAHOBNEHHOM aTnonorun. ConyTcTay-
oue 3aboneBaHns: BPOXOEHHbIM NOPOK cepaua — ae-
deKT MexnpeacepnHor neperopoakm (nNo amoynaTopHom
KapTe). HepocTaTo4HOCTb TPUKYCNUOANBHOMO KnanaHa 3
cT. XOBJ1. Omdusema nerkumx. AH-II. Llnppo3s neyeHn.

M3 aHamMHe3a M3BEeCTHO, YTO 6OJIbHOW C MONOAbIX NIET
CTpazan XPOHNYECKUM BPOHXUTOM. Npu odopMeHnn Ha
VHBaNMOHOCTb B 52 roga npoeegeHa IxoKIm n Bnepsbie
BbisiB/ieH 6onblIOM aedekT MexnpeacepaHon nepero-
poaKkn anameTpoM 2 CM CO COPOCOM KPOBU crnipaBa-Hane-
BO M CreBa-HanpaBo, NPU3HAKM JIEFOYHON rMNepTeH3nu,
pacLumpeHue nero4Horo CTBOJAa M KOPHS aopThl, HeAoCTa-
TOYHOCTb TPMKYCNNOANBHOrO KnanaHa, gunatauus npaso-
ro Xesnyno4ka v npaBoro npeacepaust.

B anpene nauumeHT obpaTtunics K y4acTKOBOMY Tepa-
neBTy C XanobamMun Ha MHTEHCUBHYIO OONb 3a rpPyauHOMN
6e3 cBa3M C PU3NYECKOM HArpy3Koi 1 NMOCTOSIHHBINA He-
NPOAyKTUBHbLIN Kallenb. MNpn 0630pHOM peHTreHorpadumn
rPYAHON KNEeTKn oBHapyXeHo okpyrnoe obpas3oBaHue B
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cpenocteHnmn 7x8 cM. KoHCynbTMpoBaH OHKOIOMOM C Mo-
[O3PEHNEM Ha OMyxoJfib CPeaocTeHnd. bbin yctaHOBNEH
ONarHO3 KNCTbl CPEAO0CTEHMS.

B nepBbIx 4Mcnax uons Kallenb cTana ConpoBOXAaTLCH
KPOBOXapKaHbeM, MO NOBOAY Yero Obln HanpaB/eH B Mnia-
HOBOM nopsiake K pTruanaTpy, ogHaKko B NPOTUBOTYHEPKY-
Ne3HbI aucnaHcep obpaTuics ToNbko 13 nions aKCTpeH-
HO C JIErOYHbIM KPOBOTEYEHUEM.

Mpn npoBefeHUM NaToONOrOaHAaTOMUYECKOro uUccne-
[OBaHNA ObINV BbISIB/IEHBI BHELLHME NPU3HAKM AMCNNasnm
COEOMHUTENIbHOM TKaHW: aCTeHMYecKas rpygHas kneTtka
(pebepHbiii yron 65 rpagycoB), A0NNXOCTEHOMENUS (POCT
181 cm, pasamax pyk 187 cM), N10CKOBOPOHOYHas aedop-
Mauus rpyaHoON KNeTku, OTCYTCTBUE (PUINONOrM4eCcKmx
M3rnboB NO3BOHOYHMKA — FPYAHOr0 Kndo3a 1 NOSICHNYHO-
ro 10pA03a, ABYCTOPOHHME MaxoBble rPbiXK, BapUKO3Has
00N1e3Hb BEH HXKHUX KOHEYHOCTEN. Mpn BHYTPEHHEM UC-
cnepoBaHun Tpyna obHapyXXeHa MeLLKOBUAHAS aHEBPU3-
Ma [yrv aopTbl 7X8 CM, TONLLMHA CTEHKM MecTaMn AOCTU-
rana 1 MM, NONOCTb YaCcTUYHO TpoMbBUpoBaHa (puc. 1a).
CTteHka aHeBpu3MbI Oblna cnasiHa C JIEBbIM rMTaBHbIM OPOH-
XOM M1 NpopBanachb B HErO 1 JIEBYIO MIEBPASIBHYIO NOSIOCTb,
roe copgepxanocb 0o 500 mn kposu. MNMpoceeTbl GPOHXOB
3anofiHeHbl KPOBbIO. JleroyHasi TkaHb HUXXKHEN 40NN NEBO-
ro f1Ierkoro MsicucTa, ManoBo3ayLlHa (MpPY MUKPOCKONUKU
B nMpenapaTtax U3 9TOro ydyactka ob6HapyXeHbl MPU3Haku
NPOCTON rMNonnasunu nerkoro). B BepxHux Jonsx BbisBne-
Ha cybnnespasnbHasa amdursema c o6pasoBaHmMeM Oy no
3aaHel noBepxHocTm 06enx nerkux. Obpaltanv BHUMaHMe
NOBCEMECTHbIE PaCLLUMPEHUS MPOCBETOB BPOHXOB C hop-
MWPOBAHNEM MELLOTYaTbIX OPOHXO3KTA30B U MPU3HAKU
XPOHMYECKOr0 BOCMANUTENbHOro npouecca. Mpu makpo-
CKOMMYEeCKOM nccnenosaHnu cepaua v CocyaoB BbisiBIe-
HO: «KanenbHoe cepaue», paclumpeHmne KopHs aopTol (4,7
CM) 1 nero4Horo cteona (4,5 cm), paclumpeHne epndpos-
HbIX KOMew, TPUKYCNMAanbHOro 1 MMTPanbHOrO KanaHos,
MWKCOMATO3 MX CTBOPOK, N3ObITOYHAA TpabekynspHOCTb
npasoro npeacepansa n xenynodka (cets Knapu) ¢ asy-
Msi MACCUBHbIMYW NoMnepeyHbiMU GUOPO3HO-MbILLIEYHBIMU
Tpabekynamu, pacLLenIeHHble COCOYKOBbIE MbILLLbI Xe-
JNIYOOYKOB C U3ObITOYHBLIM KOIMYECTBOM XOPAAJIbHbIX HU-
Teli (6onee 20 K 0OOHOW CTBOPKE), UX YAJIMHEHNEM, YTOS-
LeHneM, o4aroBbiMm GnBPO3oM, Menkne deHecTpaumnm
B MPOEKLMN OBaNIbHONO OKHA MEXNpPeacepaHor nepero-
poaku. MuoreHHas gunatauus noaocTen cepaua.
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Puc. 1. KnuHuueckmnin cnyyan. bonbHou U. a) Makponpenapar: pasopBaHHass aHeBpuU3Ma Ayrv aopTbl; 6) kuc-
TO3HbIE€ MOJZIOCTU B MeAumn aopThbl, yB. 200, okpacka reMaTOKCUJIMHOM U 303MHOM; B) KUCTO3HOE pa3BOJIOKHEHUEe
3/1aCTUHECKUX BOJIOKOH Meaun aopTbl, yB. 200, okpacka pe3opuunH-(pPyKCMHOM No Beirepry; r) HensMeHEHHbIN
3N1acTUYECKUI KapKac aopTbl 6prowHoro orgena ys. 400, okpacka pe3opunH-pyKcMHOM no Beirepty; a) npe-
PbIBUCTbIN X04 3/1acTUUEeCcKo MeMbpaHbl aopTbl, yB. 400, okpacka pe3opumH-dpyKCMHOM no Beilireprty; e) pes-
KOE UCTOHYEHME d/1acTUHecKo MeM6paHbl aopThl, yB. 400, okpacka pe3opuuH-¢dpykcMHOM no Beiirepry.

[MaTonoroaHaToMMYeCKUn omMarHos.

OcHoBHas natonorus: KnctoBuaHbii HEKPO3 Meamn
aopThbl (6one3Hb OpaxeiMa) C MeLIKOBUOHOM aHeBpu3-
Mo oyrn npu mapgaHonogobHOM BapuaHTe aucnnasum
coeauHNTENbHOM TKaHW. [ucnnactmyeckoe cepaue: pac-
LUMPEHNE KOPHE aopThbl U NIErOYHOr0 CTBONA, paclumpe-
HMe GUOPO3HLIX Konewl, TPUKYCNUAaNbLHOro U MUTpasb-
HOrO KflanaHoB, MWKCOMAaTO3 WX CTBOPOK, M3ObITOYHAs
TpabekynsapHOCTb MPaBOro npeacepavst 1 >Xenymoyka

C MacCCUBHbIMU MnonepeyHbiMY  GUBPO3HO-MbILLEYHbI-
MK Tpabekynamm, MHOXECTBEHHbIE aHOMaJIbHbIE XOPAbI,
pacLlensieHHble COCOYKOBbIE MbILULbI XENYyA04KOB C U3-
ObITOYHBIM KOJIMYECTBOM XOPAANbHbIX HATEN, Menkne de-
HecTpauuu B NpOeKunm 0BasfibHOro OkHa. MuoreHHast au-
nataums nonocten cepaua. BaprkosHas 6051e3Hb BEH HOT.
JncnnacTuyeckoe nerkoe: o4arosas npocTas rmnonnasus
HUXXHEN [0S11 NEBOrO NIErkoro, MeLoTyaTble OPOHX03KTa-
3bl, 6ynnesHas amopuzema. KocTHO-MbILLEYHbIE NPOSIBIE-
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| PentreHorpacus nerkux | SKr

OonesHen yenoseka [5, 6]. Huxe npen-
CcTaBneHbl AnddEepPeHLMPOBaHHbIE CUH-

l CWHAPOMBI NDeaK3uTauun
wenyaoukos WPW, LGL, CLC),
Brugada, yanuHenHoro QT,
IKCTpacucToNus,
ANEeKTPONUTHBIE HAPYLLEHNS,
meTabonuyeckoe cocTosHUE
MUuokapaa

Bynnkl B nerkux (anvkanbHbie)
AHoManuu CTPOEHWA NErknx

Sxoponnnepkapavorpadus ¢
onpeaeneHvem gasnexuns B MKK|

opombl ¢ MapdaHonogobHbIM GeHOTU-
NMnoM U NAEHTUPUKALNOHHLIM HOMEPOM B
OMIM.

CuHgpombl ¢ MapdaHonoobHbIM de-
HoTunom [9]

* BDOXAEHHAA KOHTPAKTYpPHAsa apaxHo-
naktunua (OMIM: 121050);

\‘

*CeMeliHas rpyaHas aHeBpM3amMa aop-
Tl (OMIM: 132900); paHee — OpaxenmoB-

Y3W abgomuHaneHoe
nexa u cros

KnanaHHbIf U CoCYAUCTbIM CUHAPOMb

CKWNI HEKPO3 cpeHeli 060104KN a0PThl;
*ceMeinHoe paccnoeHue aopThl

(OMIM: 132900);
ceMenHas aktonua xpyctanvka (OMIM:

AynnekcHoe ckaHUpoBaHue
BpaxeouedhanbHblX COCYAOB

/ OdynnekcHoe ckaHvpoBaHue

aopTbl (cocyaos nodek npu Al

129600);
*CEMENHbIN MapdaHouaHbli rabutyc
(OMIM: 154705)

Puc.2. NepBuuHoe o6cnegoBaHue NUL C BHEWWHUMU NPpU3HaAKaMu guc-

nAasumu COeAUHUTENbHOW TKaHM.

HUS: A0JIMXOCTEHOMENUS, «npsiMasi CnnHa» (OTCYTCTBME
dnamnonornyecknx n3rMboB MO3BOHOYHMKA), MIOCKOBO-
poHOYHasa aedopmaumnsa rpyaHon KNeTkn, ABYCTOPOHHME
naxoBble FPbIKU.

OcnoxHeHus: popbiB aHEBPU3MbI @0PThl B JIEBbIN
rNaBHbI OPOHX U NAEBPaIbHYIO MONOCTb. ACnrpauus Kpo-
BU B 6poHXxM. Achukcusi.

[MocmepTHO anddepeHuUnanbHbI AnarH03 NPoOBOAUII-
cs Mexay cudunnTU4eckKMmM Me3aopTuToMm, Hecneundu-
YeCKUM Me3aopTUTOM npu 6onedHn Takascy, atepockre-
POTMYECKUM NOpPaxXeHMeM aopThl. B ambynaTtopHom kapTe
naumeHTa obHapyXeHO TpWU OTpuLATENbHbIX pesynbrara
MUKpOpeakuun npeuunuTaumMm ¢ KapamonunuHom. Ha
cexkuMn NposiBNEHNs aTepockyiepo3a B cocyaax anacTtu-
4YeCKOro 1 MbILLEYHO-31aCTU4EeCKOro TMNOB OTCYTCTBOBA-
JIN KaK U r’MCToOMapKepbl Hecneumdnyeckoro Me3aopTum-
Ta.

JaHHoe HabnogeHne [eMOHCTPUpYeT Heobxoam-
MOCTb CUCTEMHOr0 06CNefoBaHNS NALMEHTOB, MMEIOLLMX
BHELUHME Mano3amMeTHble nposienenus ACT. B yacTtHoCTH,
yMepLUNii 60JIbHON HE UMEN BblPaXKEHHbIX CKENETHbIX [e-
dopmauuin. MNMpu He 04eHb BLICOKOM POCTE M HOPMaJlbHOMN
Macce Tena He Obin xygouwassiM. OgHaKO NpU 9TOM UMET
ACTEHNYECKYIO NIIOCKOBOPOHOYHYIO FPYAHYIO KNETKY (paB-
HOMEPHO BOABJSIEHHYIO B NMepeaHe3afHEM HanpaBfieHum)
1 NPU3HaKM JONMXOCTEHOMeNUN (pasmax pyk 187cm npu
pocte 181 cm), koTopble OblIM BbISBEHbI NMPU LeneHan-
paBfieHHOM UCCNeAoBaHUM NNLb HA CEKLUUMOHHOM CTOJE.
Yka3aHHbIe NPOSIBIEHMSI HE NMO3BOMSIN BbICTABUTb CUHA-
pom MapdaHa B COOTBETCTBUM C [EHTCKUMU KPUTEPUAMU
[9] Tak Kak B OTCYTCTBME CEMENHOro aHaMHe3a HeobXo-
OVMO NO KpariHen mepe 2 60NblUINX KPUTEPUS B Pa3HbIX
CUCTeMax OpraHoB 1 BOBNIEYEHWE TpeTbel cucTeMbl. Ecnn
Obl yAanocb BbIABUTb MyTaUMIO B reHe 6enka dubpunnn-
Ha-1, TO onga yctaHoBneHus cnHapoma MapdaHa KnnHu-
4YecKn 0OCTaTO4HO Oblno Obl 0AHOrO GONBLLLOro KPUTEPUS
11 BOBJIEYEHME BTOPOM CUCTEMbI OPraHoB.

YuuTbiBas OONVMXOCTEHOMENNIO, ACTEHUYECKYIO MI0C-
KOBOPOHOYHYIO FPYAHYIO KNEeTKY 1 CUHAPOM MPSIMO CANHBI
(oTcyTCTBME DU3NONOTNYECKNX N3TMOOB NMO3BOHOYHMKA),
MOXHO AymMaTb 0 MapdaHonofobHom deHoTune. Cnaboe
pas3BUTME MBILLILL TENA, FPbIXN 1 BaprKo3Has 601e3Hb BEH
HOI MOATBEPXOASIM CUCTEMHbIA (BO3MOXHO reHeTu4ec-
KNI) COEANHNTENbHO-TKAHHbIN AedeKT.

PasHoBnagHoCTN MapdaHonogo6HbIX CUHAPOMOB OMNK-
caHbl Mak-Kbtocnkom B pacnmcaHmm HacnencTBEHHbIX

38

MASS d¢eHoTUn: Muonus, nponanc
MUTPASIbHOrO KjlanaHa, yMepeHHoe pac-
LIMpeHne aopTbl (He Bonee 4em 2 cTaH-
LAPTHbIX OTK/IOHEHMS), NATONOMNSA KOXMU
(cTpun) n ckeneta — «Masble KpUTEPUN»
cnHgpomMa MapdaHa;

* CeMeVHbIN CMHAPOM Nponarca MUTpPanbHOro knana-
Ha;

-cuHgpom CTuknepa — HacneacTBeHHas apTpood-
Tanbmonatusa (OMIM:108300).

JunarHocTnyeckm nNpu3Hakom B pacrnvcaHum 6ones-
Her Mak-Kblocrka onsa paspbiBa aHEBPU3Mbl aOpThbl SIB-
N9eTCs ee ceMelHblli xapakTtep. Henb3a kateropuyecku
yTBEpPXAaTb, YTO pacCMaTpuBaEMbIn Cly4al ABNAeTCS
CNopagmny4eckuM, NOCKOJIbKy AO0CTynHass HaMm uHdopma-
umsa 6bina orpaHuyeHa ambynaTopHol kapToi. B cBasu ¢
BbILLIEM3SIOXKEHHBIM ObIIO BbICKA3aHO MPEeAnooXeHne o
CEMEWNHON rpyaHON aHEBPU3ME aopThbl (OPAXENMOBCKUN
HEKPO3 cpeaHeit 0605104KN).

BaxxHbI acnekT JaHHOro UccnefoBaHns Kacancs Bon-
poca BO3MOXHOr0 M3MEHEHMS NMPOrHo3a npu CBOEeBpe-
MEHHOW OMarHoCTMKEe MELLKOBUOHOW aHEBPU3Mbl a0PThl.
YunteiBasi, 4To npu MapdaHonogobHbIx GeHoTnnax Ha-
nbosiee HacTo NOPaAXAITCH CEPALLE, COCYabl U Nerkne, He-
obxoammo 6onee getanbHoe o6cnenoBaHMe UMEHHO 3TUX
opraHoB. BcecTopoHHee paccMOTpeHMe 3TOro Bompoca
NPUWBENIO K CO34aHMI0 CXEMbI MEPBMYHOIo 06CcnefoBaHns
UL, C BHELLHMMU NpU3HakaMun AUCnias3vm coeguHuUTE N b-
HOW TKaHu (puc. 2).

M3BeCTHbI crneayowme datanbHble OCIOXHEHUS Mpun
cuHapomMme MapdaHa 1 mapgpaHonogoOHbIX peHoTMNax:
1) pa3pbIB aHEBPM3MbI 20PThbI (FPYAHOM MY GPIOLLHON OT-
nensl) [3];

2) paccnoeHue aopThl;

3) OTpbIB 20PThHI;

) TPOMB603MbBONNS NErO4YHOMN apTepun;

) MHDEKUMOHHbIN 3HOoKapauT [7];

) OTPbIBbI XOpA4, [4];

) Pa3pbiBbl KN1ANaHOB;

) daTanbHble HAPYLLEHNS pUTMa cepaua;
) LLIEMUNYECKNA NHCYNLT [15];

0) ocTpas cepaeyHas HegOCTaTOYHOCTb;
1) cnoHTaHHbIN NnHeBMOTOpakc [1, 11].

Mocne nepBuYHOro o6cnenoBaHns naumeHTa c mapda-
HOMNOA06HbLIM HGEHOTUMOM MO NoBOAY 60NN B rpyAHON KNeT-
K€ N KPOBOXapkaHbsi Oblfo BbISIBIEHO 06beMHOe 06pa3o-
BaHWe B CpefocTeHnn. B gaHHoOM cutyaumm 40CTaTOYHbIM
MeToaoM Bepudurkaumm Obina 6bl PEHTrEHOCKONUS, NPU
KOTOPOI BO3MOXHO YCTAHOBUTL MyJSibCaLMIO CTEHOK 06pa-
30BaHUS B PUTME CepALa U ero aHaTOMUYECKYIO CBSI3b C
aopToii. 3To No3Bonuo Gkl ANArHOCTUPOBATL aHEBPU3MY
Oyrn aopTbl U, BO3MOXHO, MPOBECTN a0PTOMNNACTUKY.

4
5
6
7
8
9
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PETPOCNEKTUBHOE KAUHUKO-AHATOMUYECKOE
UCCAEAOBAHUE CAYYAS BHE3SAMMHOU CMEPTU
MYXYUHbI C MAPPAHONMOAOBHbLIM PEHOTUIMTOM

U.A. BUKTOPOBA, C.U. BUKTOPOB

KnunHrko-aHaToMuyeckoe HabnoaeHne  AEeMOHCTPUPYET
TPYOHOCTU NPUXU3HEHHOM OMArHOCTUKN daTallbHbIX CepaevHo-
COCYOUCTbIX OCIOXHEHU COEANHUTENBHOTKAHHOM Ancnnasmm y
MY>K4MHbI ¢ Map@daHonogobHbIM deHOTMNOM. ABTOPbI Npegnara-
10T arOPUTM NEPBMYHOIO 06CNEOBAHMS MALUMEHTOB C BHELLHU-
MW NpU3Hakamu AMCNNasnun COeaNHUTENbHOM TKaHW s CBOe-
BPEMEHHOW ANArHOCTUKM U NPOPUNAKTUKN PAHHEN 1 BHE3AMNHOM
CcMepTu.

KnioueBble cnoBa: [ucnnasvsi COEOMHUTENbHOW TKaHW,
MapdaHonofo6HbIN GeHOTUM, Pa3pblB aHEBPU3Mbl 20PThbI

RETROSPECTIVE CLINICAL-ANATOMICAL RESEARCH
OF THE SUDDEN DEATH CASE OF A MAN WITH THE
MARFAN-LIKE PHENOTYPE

VIKTOROVA LA, VIKTOROV S.1.

Clinical-anatomical supervision shows difficulties of lifetime
diagnostics of fatal cardiovascular complications of connective
tissue dysplasia in a man with the Marfan-like phenotype. Authors
offer algorithm of primary inspection of patients with external
signs of connective tissue dysplasia for duly diagnostics and early
and sudden death prophylactics.

Key words: connective tissue dysplasia, Marfan-like pheno-
type, rupture of aorta aneurysm
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