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[IpuBeneH nmpuMep KIMHAYECKOTO CIIydasi paHHETO pa3BUTHSI GUOPWILISIINY IIpeacepaAnii y MOJIOIOTo YeoBeKa Ha
¢oHe HACIeNCTBEHHOIO HAPYIIEHUST COCIMHUTEILHOM TKaHu (cuHapoMa Mapgdana). B cratbe mpeacTaBiieHbl KIMHU-
YeCKMe M MHCTPYMEHTAIbHbIC KPUTCPUU OUCIIA3UM COeAMHUTENbHOU TKaHU ([eHTCKMe KpuTepuu), KOTOpble ObUIH
0o0OHapyXeHbI y KOHKpeTHOTo nanueHTa. O0CYKAeHbBI BO3MOXHBIE MEXaHU3MBbI Pa3BUTHS AUCIIIA3UHU COCTMHUTEIbHOMN
TKaHU, BEPOSITHOCTD U ITYCKOBbI€ (DAaKTOPBI apUTMUIA Y 00TBbHBIX cMHApoMoM MapdaHna. PaccMoTpeHa JieueOHas TakTUKa
110 OTHOIIIEHHUIO K KOPPEKIIMK HAPYIICHUS CEPIEUYHOTO PUTMA TIPU «IUCIIACTUISCKOM CEepIIe», a TAKXKE MeTMKaMeH-
TO3HBIC BO3MOXHOCTH T10 CHUKEHHIO IIPOTPECCUPOBAHUS OCHOBHOTO 3a00JIeBaHUSI.

KiroueBble cioBa: cunapoMm MapdaHa, puOpuuIsiLus mpeacepaunii, IMCIIa3ust COeIMHUTEIbHOM TKaHu, [eHTcK1e
KPUTEPUHU, TUCILIACTUISCKOE Cep/Ilie.

uHapoMm Mapdana (CM) oTHOCUTCS K Ha- CaMOYYBCTBHUSI aMOYJIaTOPHO 0OpaTUIICS 3a MEAUILIMHCKOMN
CJIEICTBEHHBIM HAPYUIEHUSIM COEAUHUTEIBHON  TTOMOIIIBIO, IPOBEACHO 3JIEKTPOKAPIUOrpahuecKoe U X0-
TKaHU, UMEET ayTOCOMHO-AOMUHAHTHBIA TUIT ~ Kapauorpaduyeckoe ucciaenoBaHus. bbil ycTaHOBIIEH qua-
HacJeI0BaHUs, COMPOBOXAAETCS MYJIBTUCUCTEMHBIMU U3-  THO3 «BPOXIEHHBIN MOPOK CEPALIA: MPOJarc MUTPATbHOTO
MEHEHUSIMU, a TAKXKE BBICOKOU Bapra0eIbHOCThIO KiMHUYe-  kjanaHa [I—II1 crenenu, MuTpaibHas HEIOCTATOYHOCTD
CKUX ITPOSIBJICHUI, CBsI3aHHOIM ¢ necpbektom bubpwuimHau  [—I1 crenenun. @ubpwiisaius npeacepanii HeM3BeCTHOM
myTtauusmu B onHoM u3 AByX reHoB (TGFBR1 1 TGFBR2), nmaBHocTu. XCH ITIA, ®K II-III». Bruta Ha3HayeHa Mean-
KOIUPYIOLIUX pelieNTOpbl TPaHCHOPMUPYIOLLIETO (hakKTopa  KaMEHTO3Has Teparusi OMCcOonpoiooM, KOTOPOil 60JbHOM
pocra (transforming growth factor-p — TGF-B). B ocHoBy = He mpuaepxusaics. C yueToM MPOTpagreHTHOTO YXY/IIIIe-

anroput™Ma guarHoctuku CM mnosioxeHo BbiaeaeHue [eHT- HUS O0LIETO COCTOSIHUS MALMEHT BhI3BAJI OpUTamLy CKOPOM
ckux kputepuen (1996), KoTopble XapaKTepU3yIOT BbIpa-  MOMOIIU, 10 HEOTJIOKHBIM MOKa3aHUSIM TOCTTUTATTU3UPO-
JKEHHOCTb U3MEHEHUI COENMHUTEIbHOW TKaHU KOCTHOM, BaH B KJIMHUKY rocruTajibHoM Tepanuu @T'KBOY BITO
OPOHXO-JIETOUYHOI, CEpAEYHO-COCYIUCTON CUCTEM, KOXM, «BoenHo-meauuuHckas akagemuss um. C.M. KupoBa»,
opraHa 3peHus U TBepIoii MO3roBoii 06osouku [ 1—4]. Bme- Cankr-IleTepOypr.

CTE C TEM B HACTOsIIIee BpeMsI CYLIECTBYET Majlo CBeIEHU I Ilpu u3ydyeHnn aHaMHe3a XU3HU oOpalaiu Ha ceds
0 BO3MOXHBIX HAPYIIEHUSX CEPACYHOrO PUTMA U TAKTUKE  BHMMAaHUE 3allMCU MeauaTtpa B MEIULIMHCKOW KHUXKE
BelleHUs MOJOOHBIX MALIMEHTOB C JAHHOI MaTOJOTHE. nauueHTta C., rae B TeUeHUE IJIUTEJIbHOTO BPEMEHU OT-

MevaJics psil 0COOEHHOCTE pa3BUTHUS cKeJieTa 60JbHOTO:

TUIOCKOCTOTIME, BOPOHKOOOpa3Has Ipylb, KU(hOCKOINO03

Kmnnueckmii cnyqaﬁ 0e3 yIOMUHAHUS O BEPOSITHOCTU BPOXKAEHHON IUCIIa-

3UM COeqUHUTEIbHON TKaHu. B 1988 r. manueHTty ObL1a

bonwHoii C. 25 et 6611 JOCTaBlAeH OpUrafoil CKopoil  MpoBeAeHa FepHUOTIIACTUKA 10 MOBOAY MPaBOCTOPOHHEN

MMOMOIIM B KJIWHUKY TOCTIUTAIbHOM Tepanuu BoeHHO-  maxoBoii rpbiku, B 2009 I mepeHec CIIOHTaHHbBIN THEBMO-

MEIUIIMHCKON aKaaeMUM ¢ XajobaMu Ha ydallleHHOe  TOpakc, MPOBEACHO XUpypruiyeckoe JiedeHue. M3BecTHo,

cepaiedreHue, mepedbou B padboTe cep/ia, OABIIIKY P YTO POACTBEHHUKHM OOJILHOTO MO MAaTEePUHCKOW JIMHUU

yMepeHHOI (pr3nuecKoii Harpys3Kke. 1 OpaT OTJMYaAlOTCS BBICOKUMM pocToM (cBbilie 180 cMm),

W3 aHamHe3a M3BEeCTHO, YTO YKa3aHHBIC KaJOObl IO-  HO HE MUMEIOT Ne(eKTOB KOCTHO-MBIIIEYHOW CUCTEMBI.

SIBUWJIMCh Ha (DOHE MJIUTETbHOTO aJKOTOJBHOIO 3Kclecca  [eHeTuueckoe uccieloBaHue NallMeHTy He Mpeiiaraaioch
(okoyio ABYX Hedesb). B ¢BsI3u ¢ yxynlieHuem oOIero U He MPOBOAMIOCH.
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CcHUCTeMBI: KH(POCKOINO03 TPYTHOTO OT/IEa TO3BOHOYHMKA,
BOPOHKOOOpa3Hast necopMaLus TpyaIHOM KJIETKH (puc. 3),
CKOJINO3 TTOSICHUYHOTO OT/e/1a TO3BOHOYHUKA, TIPOIOJIBHO-
MorepevYHoe TiockocTonue. OObeM IBMXKEHUI B CyCTaBax
yBeJnueH (puc. 2). OTHOLIeHWe BEpXHETO CerMeHTa Tejia K
HikHeMy 0,76; OTHOLIEHHE MEX Iy Pa3MaXoM PYK U POCTOM
0,93. IIpu ocMOTpe pOTOBOI MOJIOCTH OTMEUaIach CKyYeH-
HOCTh 3y0OB HIMXHel democtu (puc. 4). OTeKOB He BbI-
saBlieHo. [Tynbc 86 B MUHYTY, apUTMUYHBINA, O¢3 nTeHInTa,
He HanpsikeH. AptepuanbHoe nasiaeHue 130/80 MM pT. CT.
Ha o0eux pykax. [panuusl cepaua B Hopme. [1pu ayckyiib-
TauMu cepaua ociabseHue | ToHa Ha Bepxyllke cepilia,
CHCTOJTMYECKMIA IITYM Ha BEPXYILKE, [IPOBOISIIIMIICS B JIEBYIO
aKCWJUIIPHYIO 00J1acTh, CJ1a0blii CUCTOJMYECKHUI IIYM B
MPOEKLIMK TPUKYCITUAAILHOTO KilariaHa. BopoHkoobOpa3Hast
nedopMarus rpyaIHoi KJIETKU, paBHOMEPHO yJ4acTBYeT B
aKTe IbIXxaHusl. [bIxaHue Be3UKYISIpHOE, YaCTOTA IbIXaHUS
16 B MuHyTy. 2KUBOT He yBEJMYEH, MSITKHIA, Oe3001€e3-
HeHHBbIA. [leyeHb U celle3eHKa He YBEJIMUYEHBI, ITOYKHU He
MMaJIbIIMPYIOTCS, TOKOJaYMBaHKE 10 TTOSICHUYHOM 00J1aCTH
0e300JIe3HEHHO ¢ 00erXx CTOpOH. PU3MOIOTMYECKHUE OT-

NpaBJC€HMA B ITPEACTIaX HOPMBI.

Puc. 1. ITanment C., cunnpom Mapdana, poct 196 cm

Ha MoMeHT NOCTYIJICHU A ol1u1ee cocTosiHUE pac-
HEHUBAJOCh KaK YAOBJIECTBOPUTEJILHOEC. Poct 196 CM, BEC

75 xr, UMT 19,5 xr/m? (puc. 1). [Tpu BHE1IHEM OCMOTpe Puc. 2. T'nnepMoOMILHOCTD ILIEYEBBIX CYCTABOB
OTMEYaTUCh CIICAYIOIINE 0COOEHHOCTH KOCTHO-MBIILIEYHOM y nanmenTa ¢ cunapomom Mapdana
NS/
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KJIUHUYECKHH CJIVYAH

Puc. 3. Boponkooopa3snas negopmanus rpyau
y nanmenTa ¢ cunapomom Mapdana

Puc. 4. CKy4yeHHOCTb 3y0OB HHXKHEl YeTI0CTH
y namgenTa ¢ cuapomom Mapdana

ITo pe3ysibTatam 3aperucTpUpPOBAHHON SJIEKTPOKAPIUO-
TpaMMBbl BBISIBIIEHA (DUOPUIUTSIIINS TIPEICEPINIA C 9aCTOTOM
JKEJTYIOYKOBBIX coKpalieHuii okoio 140 B munyty. [Tpu-
3HAaKW MOBOPOTA 3JIEKTPUYECKON OCU Cepla BEPXYIIKON
k3aau. HemonHag 6yokana mpaBoit HOXKHY myyka [uca.
Juddy3Hble HapyIIEeHUS TPOLECCOB PEMOISIPU3ALIVU.

Bbu1 BEICTaBIEH TpeiBapUTENIbHBINA TUATHO3 «CUHAPOM
COEIUHUTEIbBHOTKAHHOW TUCIUIa3uU. BpoXXaeHHBIN TOPOK
cepalia: mpoJanc MuTpaiabHoro kianana Il crernenu, mu-
TpajJbHas HEAOCTATOYHOCTH | cTeneHu, HapyluIeHre puTMa
cepaua no TUMy nepcuctupyronein Gopmul GuoOpULISINN
npencepauii, Taxucucronuueckuii Bapuant (EHRA 1I).
Puck mo mkane CHA2DS2-VASc 0 6amtos. Cepmeunas
HegoctatouyHocTh I pyHKUMOHaNbHOTO Kjacca. BopoH-

KoobOpasHas aedopmauud rpyaHoil kiaerku I crenenu.
IIponoabHo-TIONIepeyHoOe TIockocTonue odeux crom 11
creneHu. CKOIMO3 MOSICHUYHOIO OT/ea MTO3BOHOYHUKA.
Kudockonmos rpynHoro oraesna mno3BOHOUHUKAY.
YuutbeiBas M0J00I BO3pacT MallMeHTa, JTUTEIbHOCTh
HapylIeHUsT pUTMa, CTAaOMJIBHOCTY TeMOAMHAMUKHU, ObLUIO
MPUHSITO pellIeHUe O MPOBEIECHUH IJIAHOBOM 3JIeKTpOKap-
nuoBepcun. C 1ebio MPOoMUIAKTUKI OCTOXHEHUN U I
YTOUHEHUS T COeNMHUTEIbHOTKAaHHOM NUCIIIa3uu ObLT
MPOBEIEH Psil IabopaTOPHO-UHCTPYMEHTAIbHBIX TECTOB.
PyTuHHBIE METOIBI MCCIeN0BAHUS (KITMHUYECKUI 1 01O~
XUMUYECKUI aHaIU3 KPOBU, aHAIU3 MOYM, UCCIeI0BAHKE
TUPEOUIHOIO CcTaTyca, peHTreHorpadusi OpraHoOB TPYIHOMU
KJIETKM) TIaTOJIOTMY He BbIIBWIN. [Ipu crioHauiorpaduun
TPYAHOTO U MOSICHUYHOI'O OTIEJOB MO3BOHOYHHMKA OBLI
JMarHOCTUPOBAH JIEBOCTOPOHHUI CKOJIMO3 000MX OTIEIO0B
¢ yrjioM otkjoHeHus 15°. ITpu ynsrpacoHorpaduu opraHoB
OPIOLLHOI MOJIOCTH OOHAPYKEH MPaBOCTOPOHHUI He(POIT-
to3 I crenenu. CTpyKTypa U (pyHKLMS ILUTOBUIHOM JKENE3bI
B mpenenaax HopMbl. 1o pesynbrataM TpaHCTOpaKaJlbHOM
axoKapauorpaduu ObUTM BbISIBIEHBI HE3HAUUTEIbHOE pac-
LIMPEHUE BOCXOSIIEH a0pThI A0 38 MM, TIPaBOIo MPEeACepaus
(BepTUKAJIBbHBIN pa3Mep A0 55 MM); CTBOPKU MUTPaATbHOTIO,
TPUKYCMUIAJBHOTO KJIallaHOB, a0PTaJdbHBIX MOJYJIYHUNR
YIUTUHEHbI, TUTIEPMOOUJIBHBI; TTPOJIATIC TIepeIHe CTBOPKU
MUTpPaJIbHOTO KJjIamaHa a0 6 MM. HegocTaTouyHOCTh MU-
TpaJIbHOTO W TpUKYCIUaaabHoro kjiamnaHoB I—II cTenexu,
aoprayibHas peryprutaius I crenenu. [pu upecnuiieBonrHOM
uccaenoBaHuu (YI1DxoKI') TpoMOOB 1 CTOHTAHHOTO TICEB-
JTOKOHTPACTUPOBAHMS B TTOJIOCTSIX CEpIlia He OOHAPYKEHO.
ITpu oprarbMocKonuy ObLT IMarHOCTUPOBAH CYOKJIMHUYE-
CKMI KepaTOKOHYC, Tiepudepuueckasi XopuopeTuHaIbHasI
JUCTpOdUS MO TUMY «OyJBIKHON MOCTOBO».
B nipouiecce o6ciienoBaHus MpoBoaUIach MeTaboIuye-
cKas Tepanus (IpenapaThl Kajavsi U MarHUsI BHYTPUBEHHO),
BBOIMJICS KOpAapoH B no3e 600 mr/cyt, mociie YITOxoKI B
YCJIOBUSIX OTIEJICHUS] peaHUMaLIMU U UHTEHCUBHOM Tepanuu
B YCJIOBUM OOIIe aHeCTe3un ObLTa MPOBEACHA 2JIEKTPO-
KapauoBepcus paspsgom 200 /I ¢ BoccTaHOBIEHUEM
CHHYCOBOT'O pUTMa C TNepBoii monbITKU. [1pu nposeneHun
cyTouHoro MoHuTopupoBaHus DKI nepen BBIMUCKON 9KTO-
nuyecKast akTUBHOCTb ObL1a B IIpeeiax HOPMbI, TOCTOSTHHO
PErUCTPUPOBAJICS CUHYCOBBII pUTM. 7151 ero rmoaaepsxaHust
MocJie BBIMMCKM MallMeHTa ObLT PEKOMEHAOBAaH KOPOTKUIA
KypC aJulaliMHuHa 75 MT/cyT B TedeHue 1 mecsua [5, 6].
B cooTBeTcTBUM ¢ PekxoMeHaaMsIMU MO HACAEACTBEH-
HBIM HapylLIEHUSIM COeIMHUTENbHOM TKaHu [1] CM MoxeTt
OBbITh YCTAHOBJICH B CJACAYIOLIUX CyJasiX:
® ¢CJIU CEMEWHBIM MM HACJIEACTBEHHbIA aHAMHE3
He oTsroiieHbl, CM ycTaHaBIMBAIOT MPY HATUIUU
OOJIBILIMX KPUTEPUEB IO MEHBIIIEH Mepe B IBYX pa3-
JIMYHBIX CUCTEMAaX U BOBJICUEHHOCTH TPEThe ! CrCTe-
MbI OPTaHOB;

® yCTaHOBJICHWE MyTalluu, Bbi3biBatolieiit CM y Ipyrux,
JIOCTaTOYHO OJHOTO OOJBIIOr0 KPUTEPHUs B OTHOM
CHCTEMe OPTaHOB U BOBJIEUEHHOCTH BTOPOI CCTEMBbI
OpPraHoB.
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[To pe3ynbraTam MpoBeASCHHBIX JICUEOHBIX MEPOITPUSATHI
B COOTBETCTBUM ¢ [EHTCKMMU KPUTEPUSIMU HAa OCHOBAHUU
BOBJICUEHUSI KOCTHO# (BOpOHKOOOpa3Has neopmMarius rpyi-
HOI KJIETKU, OTHOIIIEHKME BEPXHETO CErMEHTA TeJla K HKDKHEMY
< 0,86, OTHOIIIEHUE MEXY Pa3MaxoM pyK U pocToMm < 1,05
MeIuabHOe CMEIICHUE BHYTPEHHEM JIOMBIKKY, TIPUBOISIIEE
K TUTIOCKOCTOITHIO; CKy4YeHHOCTb 3yOOB, CKOJIMO3 TPYIHOTO U
MOSICHUYHOTI'O OT/IEJIOB ITO3BOHOYHMKA), OPOHXO0-JIETOYHOM
(TIepeHeCceHHbI B aHaMHe3¢e ITHEBMOTOPAKC), CEpIeYHO-
COCYIMCTOM (paclIMpeHre BOCXOMASIIEH aOpThl, ITPOJIAIIC
MUTPAJIBHOIO KJIallaHa) CUCTEM, OpraHa 3peHus (AaHOMaJIbHO
IJIOCKAs pOTOBMIIA), HAPYIIIEHNsI ¥ BOCCTAHOBJICHUSI Cep-
JICYHOTO pYUTMa ObLT YCTAHOBJICH OKOHYATEIbHBIN AUATHO3:
cuHapoM Mapdana (mpoJianic MuTpajabHoro kiamaHa Il
CTEeNEeHU, MUTPaJIbHasI HEIOCTaTOYHOCTh | cTereHn, BOpOH-
KooOpa3Has nepopmarius rpyaHoii kietku I crenenu, mpo-
JIOJIbHO-TIOTIEpeYHOe TIocKocTonue ooenx cromn I11 crenenu,
KU(POCKOIMO3 TPYIHOIO, CKOJMO3 MOSICHUYHOTO OTIEIOB
Mo3BoHOUHMKa). [Tepcuctupytoias hopma GUOPWILISILUN
npencepauii (EHRA 1I), puck mo mkane CHA2DS2-VASc
0 6annos, kynupoBaHa DUT (200 J1x).

O0cyKneHne

HacnencrBeHHbIe HapyIllIEHWsI COETMHUTEIbHOM TKaHU,
Takre Kak CM, OTHOCATCS K peIKuM 3abosieBaHUsIM. TeM
HE MEHee OHU He TOJDKHBI YCKOJIb3aTh OT BHUMAHUST Bpaveid
nepBoro KoHtakrta. [1om00HbIE MALIMEHTHI HYKIAal0TCS B
JMHAMMYECKOM HAOIIONCHUH 11eJIOTO psiia CIICUaIUCTOB:
KapauoJsiora (peBmarosiora, apuTMoJiora), TpaBmMaToJiora-
oprorena, ohTaabMojiora, reHeTuka. CTOUT ITOTYepKHYTh,
YTO, HECMOTPSI Ha BBISIBJICHHBIC paHee XapaKTepHble aHO-
MaJIu pa3BUTUS cKesleta 601bHOro C., BOIPOC O COeNMHU-
TEJIbBHOTKAHHOM AMCIUIA3UM U €€ TUIIE He pacCMaTpUBAJICS,
JajibHeliIee 00cIenoBaHe He MPOBOAWIOCH. JlaHHOe 00-
CTOSITEJIbCTBO CBUAETEIBCTBYET O MaJIOM OCBEIOMJICHHOCTH
MPaKTUKYIOIIUX Bpayeil 1o 3TOI HO30JI0TMU U HEIOOIICHKE
pUCKa OCJIOXHEHUM y Moa00HbBIX 001bHBIX. HapyieHust
CEpICYHOrOo PUTMa U MPOBOAUMOCTH YaCTO BCTPEYAIOTCS Y
TMalMEeHTOB C MTAaTOJIOTUEel COeAMHUTEIbHOM TKaH!, TIPU pa3-
BUTUM TaK Ha3bIBAEMOTO «IMCILIACTUIECKOro» cepria [7—9].
B ocHOBe maHHBIX apUTMUIA JIEKAT aHOMAJIUU CTPYKTYPhI
1 GYHKIIMU MPOBOMSILEH CUCTeMBbl cepana (IUChYHKIUS
CHHYCOBOTI'O y3Jla M1 CUHOATPUAJIbHOI 30HBI, 100aBOYHBIC
MPOBOASIINE TTYTH U MeX(acUUKYJIIPHbIC COSTMHEHMS)
Y TeMOJMHAMUYECKKME HapyIIeHUsI, KOTOPbIE BO3HUKAIOT
MpU PErypruTaliiy KpoBU M3-3a IpoJjiarca KianaHoB [1,
7], a Takxke peMOAeIUPOBaHUs (IUJIaTalliK) TIPEeaCcepanii.
B nipeacraBieHHOM KIMHUYECKOM CTydae MOXKHO BBIIEIMTh
HECKOJIbKO TPUTTEPHBIX (DAKTOPOB MOSIBIICHUS (PUOPUILISLIAN
npencepauii. Bo-mepBbix, y MalmeHTa ObLIM ONPeaeIeHBI
M3MEHEHMST CTBOPOK M IIPOJIATIC MUTPAJIBHOTO KJIalaHa ¢
€r0 HEJI0CTaTOYHOCThIO («IMCIUIACTHYECKOe» cepirie). Bo-
BTOPBIX, UMEJIO MECTO 3JIOYIIOTPeOJIeHNE aTKOIroJlIeM, YTO
MOIJIO TIPMBECTU K Pa3BUTUIO TOKCUYECKON KapIMOMUOIIa-
TUU. B-TpeThux, onpeaeeHHyI0 PoJib B pa3BUTUM HapyIlle-

HUI pUTMa ¥ TPOBOIMMOCTH MOTYT UTpaTh BereTaTMBHAs
nrchYHKIIMS U HapyllIeHUs] baslaHca 3JIEKTPOJIUTOB (TUITO-
MarHueMusi, runokaavemus) [ 1]. TepaneBTryeckasi TakTHKa
B KaXXJIOM KOHKPETHOM CJIy4dae ONpENessieTCsl XapaKTepoM
M BBIPaKEHHOCTHIO apUTMUHM, HAJTMIMEM COITYyTCTBYIOIIICH
MaToJIOTUU 1 MeTabOJIMIeCKUX HapyllieHuid. B taHHOM cIty-
yae C yYeTOM BO3pacTa IallMeHTa, OTCYTCTBUS BRIPAXKEHHOI
JIUJaTalluyi KaMep cepllia MpearnoyTUTebHee ObLJIO BOC-
CTaHOBJICHUE U yIePXKaHKe CUHYCOBOTO PUTMAa, TaK KaK IpH
JTajdbHEeUIIeM TePCUCTUPOBAHUN apUTMMU Y OOJBHOIO Ha
doHe coeTMHUTETLHOTKAHHOM AMCIUIA3UKM UMEJICS 3HAYM -
TEeJIbHBIN PUCK Pa3BUTHS TAXU3aBUCUMOM KapINOMUOIIATHH.
YuuThIBast HATMYUE ENMHUYHOTO TApOKCU3Ma apUTMKHM, ObLT
Ha3HaYeH KOPOTKUI KypC aHTUApUTMHUYECKOM Teparmuu C
JTaJTbHEHIIM MPOBEACHUEM CYTOUHOTO MOHUTOPUPOBAHUS
OKI u HabmogeHueM y KapauoJgora. YTto kacaercs Bepudu-
mpoBaHHoro CM, manueHT ObLT HalpaBJIeH Ha KOHCYJIBTa-
LIMIO B METMKO-TEHETUIECKII LIGHT, JIJIs1 KyPCOBOTO MpreMa
ObLIa peKOMEHI0BaHa KypcoBasi MeTaboIMyecKast Teparust
(UMHKUT, TIpeayKTaa, METUOHUH), OTKa3 OT YIOTpeOJeHs
AJIKOTOJIST M YpE3MEPHBIX (DU3UIECKUX HATPY30K, €KETOTHOE
3X0Kapauorpahrueckoe NCCaeIoBaHUe I UCKITIOYCHUS
JaJIbHEUIIEH TUIaTalluy ¥ TUCCEKIIUU a0PThI.

Takum o6pazom, KaTeropusi 00JbHBIX, UMEIOLLIMX MTPU-
3HAKM AUCTUIA3MM COSTUHUTEIEHOM TKaH!, 0COOEHHO «ITHC-
TJTACTUYECKOTO» CEPIILIa, TaXe B MOJIOJIOM BO3PACTe UMEIOT
BBICOKMI PUCK Pa3BUTHsI HAPYIICHUI CEpIeYHOTO pUTMA,
TaKuX KakK (hUOPWILISILIU ITpecepnuii. PaHHee BbIsIBIeHUE
M aJleKBaTHOE JMCIIaHCEPHO-IMHAMMYECKOE HAOII0IeHE
MOAOOHBIX MALIMEHTOB AOKHO OBITh HAMPABJIEHO HE TOJIBKO
Ha IpeI0TBpallleHre MPOrpecCuPOBaHMUsI OCHOBHOTO 3200~
JIEBAHUSI, HO M CEPICYHO-COCYAMCTOM TTaTOJIOTUM.

Cnucok aumepamypul cm.: http://logospress-med.ru/zvrach

The case of persistent atrial fibrillation in a patient 25
years old with Marfan syndrome

D.Y. Serdyukov, A.V. Gordienko,

A.V. Golikov, A.1. Ryzhkov

FGKVOU VPO «Military Medical Academy named after
S.M. Kirov», St. Petersburg

Has been given an example of the clinical case of the
early development of the atrial fibrillation in the young man
with primary connective tissue disorder (Marfan syndrome).
Has been represented the clinical and instrument criteria
of connective tissue dysplasia (Ghent criteria), which have
been discovered in concrete patient. Have been discussed
the possible mechanisms of the development of connective
tissue dysplasia, probability and triggers of arrhythmias in
the patients with the Marfan syndrome. Has been examined
therapeutic tactics with respect to the correction of the
cardiac rhythm disorders with “dysplastic heart”, and also
drug possibilities on reduction in the primary disease
progression.

Keywords: Marfan syndrome, atrial fibrillation,
connective tissue dysplasia, Ghent criteria, dysplastic heart.
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