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HacnepcTeBeHHble HapyLLEHWs COEANHUTENbHON TKaHW — FEHETUYECKN U KITIMHWUYECKN pa3HopoaHas rpynna BpOX-

LEHHbIX Me3EHXMMalbHbIX PACCTPONCTB. [1pnBeaeHbl COBPEMEHHbIE NPEACTaB/IEHUS O HACNEACTBEHHbIX HAPYLLEHU-
AX COeAMHUTENbHOWN TKaHW, OTPaXeHbl AMCKYCCUOHHbIE BOMPOCHI ANArHOCTUKU 1N TPAKTOBKU KIIMHNYECKOrO 3HaYeHUs
OTAENbHbIX MOHOMEHHbLIX CUHAPOMOB (cuHApoMbl MapdaHa n dnepca — JaHno, MASS-deHOoTUn, NepBmYHbIN Npo-
nlanc MUTPanbHOro knanaHa, CUHAPOM rMnepmMoBbubHOCTU CYCTaBOB) M HEKNTACCUDULIMPYEMBIX ONCMIACTUYECKMX
deHoTunoB (MapdaHonagHas BHELLHOCTb, [OOPOKaYeCTBEHHAA r’MNepMobUIbHOCTb CYCTaBOB).

KnoyeBble c/ioBa: HaC/1eACTBEHHbIE HaPYLLIEHNSI COEANHUTENIbHOWM TKaHu, cuHapomMm MapdgaHa, cuHapom 3nep-
ca - [aHno, nposaarnc MUTPaabHOro KaanaHa, runepmMobusibHOCTb CyCTaBoOB

Hereditary connective tissue disorders are a genetically and clinically heterogeneous group of congenital mesen-
chymal abnormalities. The review represents the current concepts of hereditary connective tissue disorders, reflects
the debating aspects of diagnosis and interpretation of clinical significance of some monogenic syndromes (Marfan
syndrome, Ehlers-Danlos syndrome, MASS-phenotype, primary mitral valve prolapse, joint hypermobility syndrome)

and unclassifiable dysplastic phenotypes (marfanoid appearance, benign joint hypermobility).

Key words: hereditary connective tissue disorders, Marfan syndrome, Ehlers-Danlos syndrome, mitral valve

prolapse, joint hypermobility

KO MOBBLICWJICA UHTepec K npobneme Hacnep-

CTBEHHbIX HapylWeHUW COeAUHUTENIbHOW TKaHWu
(HHCT), akTyanbHOCTb KOTOPbIX CBSi3aHa C pacnpo-
CTPaHEeHHOCTbIO B NONyNSAuMU, OGLUMPHBIM Auanaso-
HOM KJIMHUYECKMUX NPOSABIIEHUA, MOANDULUPYIOLLUM
B/IMSSHUEM Ha Te4YyeHue KOMOopOuaHOIW nartonoruu.
Ao HepaBHMX MOpP MeAULMHCKasa OOLEeCTBEeHHOCTb
Obl1a Mano 3HaKkoma c 9Tol npobnemoii. Cutyauusa
namMmeHunacob, korga B 2009 rogy KoMuTeT 3KCNepToB
BHOK Bo rnaee c npodeccopom 3. B. 3eMLOBCKUM
pa3pabotan nepBble HauuoHanbHble peKkoMeHAa-
umu no HHCT. B 2012 roay oHu Gblnin popaboTaHbl
C aKUEeHTOM Ha Kapauonoruyeckue npoo6nemsi [9],
a B 2015 npoekT aHaNnorn4yHbiX pekoMmeHgauuii Obin
npepcTaBfiieH rpynnov akcneptoB-neguatpos [10].
PekomMeHpauuu cuctemMaTusanpoBanu MHOrooopasue
n yHUdULUMpPOBaANN HOMEHKNATYpy 3TOW naTosiorum,
MO3BOJIMIN CYLLLECTBEHHO COMN3UTb OTEYEeCTBEHHbIE
noaxoabl K ee ANarHocTuke ¢ MeXAyHapoaHon npak-
TUKom. Bmecte ¢ TeM MHOrue BONpoOChl, KacaroLwin-
eCcsl AUarHoCTUKN U KIuHnvyeckoro 3Hadyenusa HHCT,
OCTalOTCH CMOPHbLIMU U TPEOYIOT CEepbe3HO Hay4HOW
npopatoTKn; 3TN BONPOChI 3aTPOHYTbl B HACTOSILLLEM
nuTepaTtypHom o63ope.

BPoccvm 3a ABa NocJsiefHUX AecaTuneTus pes-
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O6uwenpusHaHo noapasgenedne HHCT Ha gud-
depeHUMpOBaHHbIE, MMEIOLLME COrTaCOBAHHbIE PEKO-
MeHZAauumM no AMArHOCTUKE, MOHOreHHble CUHAPOMbI
n HepnddepeHupoBaHHble GOPMbl C MONMUFEHHLIMUA
MexaHu3MamMun passuTusa (T. H. gucnnactuyeckne de-
HOTunbl). K nepBbiM OTHOCATCA cuHppom MapdaHa,
MASS-cuHgpom, cuHgpom dnepca — [aHno, nepeuy-
HbIl Nponanc MUTPANbLHOroO KnarnaHa, CUHAPOM runep-
MOOUNbHOCTU cycTaBoB. KnnHuyeckoe MHoroobpasue
BTOPbIX MOXeT ObITb cBeaeHo kK MASS-nogo6bHomy de-
HOTUNY, Map@daHOUOHOW BHELIHOCTU, 31epconoao0Ho-
My deHoTuny, Ao6pokayecTBEHHOW rMnepmMobunbHO-
CTM CyCTaBOB, Heknaccuduumpyemomy peHotumny [9].

CuHpgpom MapdaHa - ayTOCOMHO-OOMWHAHTHAsA
natonorusi, obycrnoeneHHas MyTaumsmum (4mcrnom 60-
nee Tbicaun) reHa dpubpunnumHa-1 (FBN1). HecmoTtps
Ha HECOMHEHHbIE YyCMNexmy KOHCEPBATUBHOW Tepanuu C
npuMeHeHneM B-agpeHob10kaTopoB 1 capTaHoB [41],
a TakXe XMpypruyeckux mMetonoB nedveHus [29], cuH-
apom MapdaHa npoaonxaeT NnpeacTaBisiTh CEPbLESHYIO
npobnemMy n3-3a pucka pacclioeHusi/pas3pbiBa aopThl,
yrpoxaioLiero, no kparHen Mepe, KaxaoMy AecaToMy
6onbHOMY no goctuxeHun 40-neTHero pybexa [19].
YcTaHoBneHne natoreHeTn4eckorm ponn TpaHchopmm-
pyouiero poctoBoro ¢akrtopa (TGF-B) pano Bo3Mox-
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HOCTb pa3obpaTbCs B reHese BeAyLMX KIIMHUYECKUX
nposisneHnii cuHgpoma MapdaHa n HamMeTUTb HOBbIE
HanpaefieHns ero Tepanum ¢ UCMoJIb30BaHNEM aHTaro-
HuctoB TGF-B [13, 15, 46].

CoBpeMeHHas guarHoctuka cuHgpoma MapdaHna
OCHoOBbIBaeTcsa Ha leHTckmnx kputepuax (Ghent nosology,
1996, 2010 rr.); B Ux nocnegHen Bepcun ynpasgHeHo
neneHve Ha 6onblIME N Manble NPU3HaKkK, psg Masbix
NPU3HaKoB MCKoYeH. BmecTe ¢ Tem BbloeneHo nBa
Hanbonee cneuudUYHbIX KPUTEPUS — AunaTauus um
paccrnoeHne aopTbl M SKTONUA XPyCTanuka, nNpenno-
XeHa 6annbHas oueHka Apyrux NpM3HakoB Afs pacye-
Ta CTENEHU CUCTEMHOIO BOBJIEYEHUS COEANHUTENbHOMN
TKaHU (3HAYUMbIM A5 AMArHOCTUKN MPU3HAH Nopor B 7
6annos). JOCTOMHCTBA U OrpaHUYEHUsI NepPecMOTPEH-
HOW Bepcuun MEeHTCKMX KPUTEPMEB NPOLOJIKAOT OUCKY-
Tupoatbcsa. Ob6a BapuaHTa KpUTEPUEB Oanu CXOOHYIO
4aCTOTY BbISIBJIEHUS NATONOMMN Y UL, C AO0KA3AaHHOWN My-
Taument FBN1 (90 % no kputepusam 1996 r. npoTtme 92 %
no kputepuam 2010 r.) [15]. Tem He MeHee NpUMeHeHne
nepecMoTpPeHHbIX KpuTepunes B 9 % crnydyaeB NnprMBOAMIIO
K FTMNOANarHOCTUKE N3-3a MeHbLUEro AuarHoCTn4yecko-
ro Beca AypasibHOW 9KTa3nm 1 HeJ0O0UEHKN YBENTUYEHNS
JvameTpa aopThbl y NAUMEHTOB C BLICOKMM NoKa3aTenem
nnowanm noBepxHocTn Tena [38].

MASS-cuHapom (Map@aHonogobHbIi CUHAPOM) —
aKPOHUM, O3HAuYalLWMA paHHKW OIN30PYKOCThL/NPOo-
nanc wMutpanbHoro knanaHa (Myopia/Mitral valve
prolapse), annataumio aopTel (Aotic dilatation), name-
HeHus Koxu (Skin) n kocTtein ckeneTta (Skeleton). MASS-
CUHAPOM MOXHO AMAarHOCTUPOBATb MPU MOrpPaHUYHOM
1 (!) He nmporpeccupyoLemM paclMpeHnn KOpHS aop-
Thbl, HAIMYUW XOTS Obl OLHOTO CKENETHOrO NPOSIBIEHUS,
0cobeHHO pedopmaumn rpygHon knetku [45], n npu-
3HAKOB CUCTEMHOIrO BOBJIEYEHNS COEANHUTENBHOM TKa-
HU Ha 5 n 6onee 6annos. MNMockonbky MASS-cuHapomMm,
KaKk n cuHgpom MapdaHa, MoXxeT ObiTb BbI3BaH reTepo-
3UroTHbIMN MyTaumamum reHa FBN1 [47], ero Henerko
(ecnun Boo6LLLE BOBMOXHO) OTINYUTL OT cuHApomMa Map-
daHa ¢ HenosHbIM HAabopoM Npu3HakoB. Tak kak pac-
LIMPEHME aopPThbl MOXET Pa3BUTLCS U MPOrPeccmpoBaTh
c Bo3pacTtom [23], uenecoobpasHOCTb ANHAMUNYECKOTrO
HabnoaeHns 3a naymeHTamu ¢ MASS-cuHagpomom cra-
HOBUTCH O4€BUOHOMN.

MapdaHongHas BHELWHOCTb XapakTepudyeTcd
VCKIIIOYNTESIbHO NMPU3HAKaMuM BOBNEYEHUST KOCTHOM CU-
CTEMbI (HE MeHee YeTbipex Npu3HakoB [6]) npu oTcyT-
CTBUM BUCLeponaTuii. JonyckatTCad MeHee BblpaXeH-
Hble CKEJIETHble UBMEHEHUS, YEM T€, YTO HEOOXOAMMbI
Onsa KoHcTaTtauum cuHgpoma Mapdana, Ho Hanuyue Ao-
JINXOCTEHOMENNU U apaxHOOAKTUAUN cumMTaeTcs obnu-
ratHbiM [9]. MpeacTtasneHns o 6e306MOHOM XapakTepe
Map®daHONOHOW BHELIHOCTW, BO3MOXHO, OyayT nepe-
CMOTPEHbI B CBETE HEAABHUX AaHHbIX. Oka3anochk, 4To
IOHOLLN C MapdaHONAHON BHELLIHOCTbIO LOCTOBEPHO OT-
NNYaAKTCSA OT CBEPCTHMKOB MOBbILLIEHHOW aKTUBHOCTBIO
CMMMNaTo-aApeHanoBoli cuctemMbl 1 6onee 3HaAYUTENb-
HbIMU (XOTS U HE BbIXOOSALWMMUN 32 Npenesibl HOpMbl) na-
pamMmeTpamMu LUMPUHbI 20PThl, TOMLWMVHBI CTEHOK U MaCChl
Muokapa n1eBoro xenynouka [4]. NpeactaBngaoT nHTe-
pec v cBefeHus o Map@daHoOMOHOW BHELWHOCTM Kak npe-
OVKTOpe MepuaTenbHOW apuTMUN U CKNepo-aereHepa-
TUBHbIX MOPAXEHU a0pTanbHOro knanaxa [3, 11].

CuHppom Anepca — [laHno — reTeporeHHas rpyn-
na konnareHonaTui ¢ pas3fnyHbiMU TUNamMn HacnenoBa-
HUS 1 OBWNMN KITMHUYECKMMUW MPOSIBEHUSMN B BUAE
rmnepmMoOuibHOCTM CYCTaBOB U MOBLILLEHHOM 9N1acTuy-
HOCTW KOXW. B OCHOBE 3TUX MU3MEHEHUI nexaT MmyTaumn

reHOB KOJIJIAareHoB, MPOTEOrMKaHOB U TeHacuuHa-X
nnu GepMeHTOB, OTBETCTBEHHbIX 32 OMOCUHTE3 KOJI-
nareHa. CpegHss NpPOOOJIKUTENbHOCTb XWU3HU naun-
€HTOB C CUMHAPOMOM dnepca — [laHno CyWeCTBEHHO He
OTNIMHAETCs OT MONYASLUVMOHHOW, Yero Henb3sa ckasaTtb
O Ka4yeCTBE WX XWU3HW, OrpaHNYEeHHOM HapyLUEeHUEM
GYHKUMN CYCTABOB, CKENETHO-MbIWEYHbIMU 60ngmu,
NMOBbILLEHHOW yTOMAsieMocTblo [16, 25]. B nybavkaunsax
nocnegHero BpeEMeHN yaenseTcs BHMMaHne 1 pasHoo-
Opa3HbIM HEBPOJIOrMYECKMM MPOSBNEHUSAM (FOJI0OBHas
0onb, LepBUKanrus, napecte3nmn), 06bACHIEMbIM OUC-
bYyHKUMEN LenHOoro otaena Nno3BOHO4YHMKA, HecTabuib-
HOCTbIO BUCOYHO-HUXHEYENIOCTHOro CycTaBa, pasHoo-
OpasHbIMU COCYAUCTLIMU N3MeHeHnamun [16, 25, 37].

OnarHoctuka cuHgpoma dnepca — J[JaHno 6asu-
pyetca Ha BunbdpaHwckux kputepusx (Villefranche
nosology, 1997 r.). BmecTo paHee npu3HaBaeMbix ge-
CATW TMNOB 60/1I€3HM CENYaC BblAENEHbI LUECTb: KJ1aCCu-
YecKuii, rmnepmobunbHbIN, COCYAUCTLIN, KMPOCKONM-
OTUYeCKUn, apTpoxanasmsa 1 gepmartocnapakcuc; ans
KaXa0ro M3 HUX yCTaHOBJEHbI 60oMblUNE U Mable ava-
rHocTudeckme kputepumn [9]. Tem He meHee coobuue-
HUS1 O HOBbIX FEHETUYECKMX U KIVHUYECKUX BapuaHTax
CUHApPOMa Npoaos/KaloT NOABAATLCA, NOOYXAasa K AuC-
KYyCCUM O HEOBXOAMMOCTU YTOUYHEHUS BunbdpaHLckmnx
kputepueB [22, 31], KOTOpPbIE K TOMY X€ KPUTUKYIOTCS
3a HeJoCTaTo4YHY0 cneumdUYHOCTb U UTHOPUPOBaHUE
FMCTONIOMMYECKUX N BMOMEXaHn4Yeckux NnpuaHakos [20].
Hanbonee TMNNYHbIM NPU3HAH KACCUYECKNIA TUM CUH-
aopoma 3dnepca — [JaHno, Ha ero Aon0 NpuxoaAmnTCs A0
90 % 60nbHbIX; NPNONM3NTENBHO Y 50 % U3 HUX NOEHTN-
dunumpyetca mytaumsa B reHe COL5A1 nnn COL5A2 [34,
35].

Mponanc mutpansHoro knanana (MMK) anarHocTtu-
pyeTcs npu CUCTOIMYECKOM CMELLEHUN CTBOPOK MU-
TPanbHOro knamaHa B MNOJOCTb JIEBOrO npeacepaus.
Mapkepom nepBuyHoro MMK un pgokasatenbCTtBOM
ero npuHagnexHoctn k HHCT BbicTynaet MmkcomaTto3s
KnanaHHbIX CTBOpPOK («Barlow’s disease»), oTpaxato-
WM 0e30praHn3anmnio KoaaareHoBbIX BOIOKOH U HaKo-
NnjaeHne B UX CMOHIMO3HOM Clioe NpoTeornnkaHos [12].
NoeHTndunumposaH reH déunamuHa A (FLNA), mytaumn
KOTOPOro mMpuBOAAT K MMKCOMATO3HOW AereHepauumm
[44], a npeacTaBneHns o BanaHum TGF-B Ha nporpec-
cupoBaHue aToro npouecca [12, 33] BcensaoT Hagexay
Ha MOSBJIEHME HOBbIX BOSMOXHOCTEN NpeaynpexneHuns
MUTPanbHOM perypruraummn.

Kpome nepsuyHoro MNMK, BbiAenaioT BTOPUYHBIN,
UM CUHAPOMHLIN, NMMK, conyTCTBYOLWWA CUHOPOMAM
MapdaHa n dnepca — JaHno (COOTBETCTBEHHO B 75 1
6 % cnyyaes [21]), a Takke AUPDY3HLIM UK 0YaroBbIM
nopaxeHusam muokapga. CambiMU HEOOHO3HAYHbIMU
NPeacTaBnSOTCA Cly4an NOrPaHNYHOro (MeHee 2 MM)
nponabupoBaHNs HEU3MEHEHHbIX CTBOPOK B OTCYT-
CTBMWN 3HAYMMOW MUTPASIbHOW peryprutauum, KoTopble
MOFYT BbICTYNaTb Masion aHOMannen passnTtma cepaua,
npexoaawmm BO3pacTo3aBUCUMbIM GEeHOMEHOM (Ba-
pPMaHTOM HOPMbI) MW CO BPeMeHeM TpaHCcdHOpMUpOo-
BaTbCH B NnepBuyHbIn NMMK [5].

MepBu4yHbIN [IMK cumTaeTca cambiM pacnpocTpa-
HEHHbIM BapuaHToM knaccuduumpyemoix HHCT. Ya-
CTOTa €ero BbISIBIEHUS1 CYLLECTBEHHO 3aBUCUT OT 3a-
LaHHOro nopora rmybuHbl NPonabupoBaHns, TOLLNHbI
CTBOPOK, a Takxkxe Bo3pacTta obcnenyemsbix. Mo gaH-
HbiIM Framingham Heart Study, pacnpocTpaHeHHOCTb
«knaccuyeckoro» NMK (c ytonuweHmnem cTBOPOK B 5 MM
n 6onee, YTO CYMTAETCH MPU3HAKOM €e MUKCOMaTOo3-
HOoW pereHepaunn) coctasuna 1,3 %, Heknaccm4ecko-
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ro 1,1 % (B uenom 2,4 %) [24]. CxogHble pe3dynbTaThl
OblNIN NONyYeHbl U HA MaTepuane POCCUNCKON nonyns-
umn [5]. MpexHue cBedeHUs o BGosiee CyLLEeCTBEHHOM
pacnpocTtpaHeHHocTn NMMK aBnanncb cneacTtemem ero
rmnepamarHoCTMKM Ha 3ape BHEAPEHUS B KIIMHUYECKYIO
NpakTUKy axokapauorpaduun n oTCyTCcTBUS obLenpu-
HATbIX KpUTEpueB anarHosa [21, 48]. NrHopupoBaHne
TPEXMEPHON (CeanoBUAHON) GOPMbI KONbLA MUTPalb-
HOrO KnanaHa TakXxe MOXeT BbICTynaTb MPUYNHON NTOX-
HOMONOXUTENbHbIX 3ak/lOY4eHNM, n3bexaTb KOTOpble
no3BosiseT obsaAzaTenbHaa yabTpa3BykoBas OLLEHKA U3
napacTtepHasbHOW NPOAOABHON No3uuun [21].

K HacTosweMy BpemeHun pa3paboTaHbl YeTkMe ana-
rHoctunyeckue kputepuun MK, BblaeneHbl BapuaHTbl
naTosornm, acCcouMmMpoOBaHHbIE C BbICOKMM PUCKOM U
HebnaronpuaTHbLIM NporHo3om [14, 36]. BeposaTHOCTb
reMoAMHaMnyecKkmnx pacCcTporcTB AOCTOBEPHO BO3pac-
TaeT Npu BbICOKOM CTENEHN MUTPANIbHOWN peryprutauum
N TONLWMHE CTBOPKK Bonee 5 Mm.

BmecTe ¢ TeM NpuYMHON HEGNAronpuUATHLIX Nocnen-
CTBUIA U OCNOXHEHUN nepBuyHOro NMMK BbiICTynaeTt He
TOJIbKO KJlanaHHbli MexaHu3M. Kak 6bi10 HegaBHO Mo-
Ka3aHo, HapylleHus obliein reMoanHaMuUKMU Npu OaH-
HOM MaTONOrMM NMPOUCXOASAT HE TONbKO MOCPEeACcTBOM
MUTPaNbHOM HEeJOoCTAaTOYHOCTU, HO U Yepe3 AedekThbl
CTPYKTYPbI U GYHKLMN SKCTPALENIONSPHOro MaTpmukca
Munokapaa, KOTopble MOTyT CIYXUTb MPUYNHON AMACTO-
NNYeckon ANCOHYHKUUN, CHUXEHUS COKPATUMOCTU MU-
okapaa n pasBUTUS BTOPUYHON kapauomuonatuum [8].
lMokasaTenbHo, 4TO 3adUKCUPOBAHHOE NPY NEPBUYHOM
MMK yxyguieHue guactonnyeckon gedopmauumm Mno-
Kapga okasasiocb accouumMpoBaHO ¢ npodubpoTrye-
cknum addektom TGF-p [8].

B ocHoBe cuHapoma runepmMooOusIbHOCTU cycTa-
BOB JieXaT MyTalMW FeHOB, KOAMPYKLIMX KOJIareH,
anacTuH, GUOBPUIIMH N TeHacuuH-X, npuBoslme K
€cnaboCTn CyCTaBHbIX CBA30K. [na KOHCTaTaumMmn runep-
MOOUIBLHOCTN CYCTaBOB MCMOJNIb3YeTCs AeBATMOaNIbHAs
wkana P. Beighton, cpaBHeHne C paHee NpPensioXeH-
HbiMn Wwkanamn (Carter and Wilkinson, Rotés-Queérol)
NPOAEMOHCTPMPOBANO ee BanuaHocTb [39], 4To Tem He
MEeHee He orpaxjaeTt ee OT pasiMyHbiX MOANUKaLA.
B uncne npeteH3un, npeabsiensgemMoix K Wwkane Beighton,
y4eT HebONbLLOro Ynucnia cyctaBoB [1] n HegocTaToyHas
YyBCTBUTENBLHOCTb Y AeTemn [10]. OCHOBHOW KNINHNYECKOM
npobnemomn, cBA3aHHOM C rMnNepMoOubHOCTLIO cycTa-
BOB, BbICTYNnaeT XpoHuyeckuii 6onesoii cuHapom [28],
HepeaKo NPOBOLVPYIOLWWIA Aenpeccuio U Tpesory [44].

Bonpoc o nocneacteuax cycTaBHOW runepmMobusib-
HOCTM NPOAOJIKAET OCTaBaTbCs OOHUM U3 Haubonee
CMopHbIX. Pe3ynbraTthl MccnenoBaHuii, LEMOHCTPUPY-
IOLMX, YTO OereHepaTuBHO-AUCTPOPUNYECKME N3MEHE-
HMS OTMeYaloTCs Yy NauMeHTOB C CUHAPOMOM rMnepMo-
OUNBHOCTY CYCTaBOB Yallle U MOSIBASIIOTCS PaHblUe, YHeEM
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B 00LLel nonynsaumn, naroT OCHOBaHMEe paccMaTpuBaTh
BPOXIEHHYIO cnabocTb cycTaBHOro annapata ¢dakTo-
poM pucka octeoapTposa [7, 26]. ObcyxaatoTcsa nBa
naTtoreHeTunyeckmx dakrtopa, npeapacnonaralpLmx
K TpaHcdopmMaumn CyCTaBHOW rMnepmMobuibHOCTU B
OCTE0apTPO3: MEepBMYHO NATONOrMYeckas CTPyKTypa
camMoro xpswa M buomexaHuka HecTabuNbHOCTU Cy-
CTaBa, BeayLwas K YyCKOPEHHOMY M3HOCY ero CTPYKTyp
[2]. BmecTe Cc TeM HeNb3s1 HE OTMETUTb NPOU3BOJIbHYIO
TPaKTOBKY pPe3ynbTaTOB HEKOTOPbIX WCCAEeO0BaHUN,
Korga oCcTeoapTpo3 GakTUHYeCckM OTOXAECTBASETCH C
HapyweHnemMm ¢yHkuum cyctasa [17, 42] wan ndonu-
POBaAHHbLIMW PEHTFEHONIOTMYECKUMU N3MEHEHUSMU B
cycTaBax, He OTHOCALWMMUCS K TUNNYHBbIM Oas OAHHOM
natonorum [30].

B uHbIX HabnwoaeHUsx CBA3b CUHAPOMA rMNeEPMO-
OUNBLHOCTM CYCTaBOB C OCTE0apTPO30M MOATBEpPXAEe-
HUs He Hawna [18, 40]. Beicka3biBaeTcs npeanonoxe-
HME O TOM, YTO BbIHYXOEHHOE CHMXeHue Gpu3n4yeckom
aKTUBHOCTU U U3MEHEHWE CTepeoTuna ABUXEHUN, 06-
HapyXXeHHOe Yy 3TOl KaTeropun naumeHToB [2], MoryT
obnapaTtb NPOTEKTUBHBLIM 3P EKTOM.

BbisBneHne m3bbITOYHOro AmanasoHa OBUXEHUN B
cyctaBax 6e3 KJIMHWYECKOW CUMMTOMATUKU [aeT oc-
HOBaHME KOHCTaTMpoBaTb JOOPOKAYECTBEHHYIO TU-
nepmMoOGunbHOCTb cycTaBoB. Jlo6pokayecTBeHHas
rmnepmMoOnnbLHOCTbL CYCTaBOB Oka3danach Hanbornee ya-
CTbIM gMcnnacTtnieckum deHoTUNoOM, 0gHaKO NOCKOSb-
Ky pas3bpoc nokasaTenen ee pacnpoCTPaHEeHHOCTU Mo
OaHHbIM pa3HbiX aBTOPOB OKa3acs Yepecyyp BeNUK (0T
4-13 % po 44-50 %), obcyxnaeTcss HEOOXOAUMOCTb
YXXECTOYEHMA ANArHOCTUYECKUX KpuTepueB [6, 27].
CHWXeHne nponpuouenuum OT HUXHUX KOHEYHOCTEN,
YCTaHOBJ/IEHHOE Y MNauMeHTOB C A006pokayecTBEHHOM’
rmnepMoOunnbLHOCTLIO CYCTaBOB [43], MOXET CIyXWUTb
NPeanoChbIIKOM BO3MOXHbLIX MaToONOrMMYECKUX U3MEHE-
HU CYCTaBOB B OyAyLlEM U MOCTaBUTb MO COMHEHMWE
Tesnc o «ao0bpokayecTBEHHOCTU» AaHHOro AucnaacTun-
yeckoro ¢peHoTmna.

Takum ob6pasom, HHCT npepnctaBnsiioT cob6oi 60b-
WY U HEOAHOPOOHYIO MO CUMMATOMATUKE M MPOrHO3Yy
rpynny natofiorM4eCKMX COCTOSHWUIA, rpaHuubl Mexay
KOTOPbIMU HE BCceraa 4eTko 0603HayYeHbl. CnoxusLuascs
K HacTosawemy BpeMeHu knaccudukauma HHCT moxeT
nokasaTbCs YEpPecuyp CJIOXHOW, HO OHa, 6e3yCnoBHO,
onpaBAaHa, MOCKOJIbKy npu3BaHa obecneynTb npak-
TUKYIOLWLNX BPAYen 1 YyYEHbIX eAUHON TEPMUHONIOINEN,
naeosnornet NOHMMaHUa U MeTo4oNormen ouarHocTu-
KM BPOXOEHHbIX HAPYLUEHUIN COEANHUTENbHOW TKaHW.
B xope panbHenwux nccnegoBaHuUin NpencTouT yTou-
HUTb KJIMHMYECKOE 3HA4YeHue U MONEeKynspHO-reHeTu-
Yyeckyl Npupoay OTAESNbHbIX ANCMNACTUYECKUX PEHO-
TUMOB, MO MACKOW KOTOPbIX MOXET CKPbIBAaTbCHA PSAL
Hepacno3HaHHbIX MOHOreHHbIXx HHCT.
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COBPEMEHHbBIE MOAXOAbI K BEAEHUIO BEPEMEHHOCTU U POAOB
Y NAUUEHTOK C CUHAPOMOM MAPPAHA

. U. Hevaesa, WU. B. Apyk, E. H. AormHoBaq, T. IO. CMoAbHOBA, M. U. LLynuHa,
. A. Buktoposa, A. A. CeMeHkuH, E. B. CemeHoBa

OMCKUI roCyAQPCTBEHHbIN MEAULLUHCKUIA YHUBEpPCUTET, Poccus

MODERN APPROACHES TO THE MANAGEMENT OF PREGNANCY
AND DELIVERY IN PATIENTS WITH MARFAN SYNDROME

Nechaeva G. ., Druk I. V., Loginova E. N., Smolnova T. Yu., Shupina M. |.,
Viktorova I. A., Semenkin A. A., Semenova E. V.

Omsk State Medical University, Russia

MpuBeneHbl COBPEMEHHbIE NPEACTABEHNS MO BeAeHMNIO 6€PEeMEHHOCTN 1 POLOB NPU OAHOM U3 BapUaHTOB and-
depeHunpoBaHHON AnCniasum CoeAnHNTENbHON TKaHn — cuHgpome MapdaHa.

KnoveBbie cnoBa: cuHApoMm MapgaHa, 6epeMeHHOCTb, POoab!

The review presents modern views on the management of pregnancy and childbirth with one variant of differenti-

ated connective tissue dysplasia — Marfan syndrome.
Key words: Marfan syndrome, pregnancy, childbirth

OCHOBHOW NMPUYNHON OCNOXHEHU TeyeHus Ge-

peMeHHOCTU BO BCEM MUpe, U onpeaesieHHbIN
BKJIa[, B 3TO BHOCAT HacJieACTBEHHbIe aopTonaTuu,
HanGosnee NoJIHO ONMUCaHHbIE NMPU U3BECTHbIX ANd-
depeHunpoBaHHbIX, CUHAPOMHbIX dopmMax gucnna-
3UKn coeanHUTEsNIbHOM TKaHu — cuHapome MapdaHna,
Anepca — Aauno n ap. [1-8, 11, 14, 15,17, 19, 21,
23]. Cunppom MapdaHa — ayTOCOMHO-A0OMUHAHTHOE
3abosieBaHMe U3 rpynnbl HACJeACTBEHHbIX MaToJIo-
rmii coeAuHUTENbHOM TKaHu (YacToTa BCTpeYyaemo-

Cepp.eqﬂo-cocyp,ucn:le 3a0oneBaHnNsa SABASIIOTCS

ctm — 1:10 000), accoummpoBaHHOe C MyTauUUaAMU
redHa FBN1, kogupylowero cuHtes pubpunnuia-1[1,
3,7,9, 14]. NopaxeHua aopTbl Npu cuHgpome Map-
¢daHa cBA3aHbl CO 3HAYUTEJIbHBIM PUCKOM Hebnaro-
MPUATHbBIX UCXOAO0B AJI1 MaTepu M NJaoaa BO Bpems
0epeMeHHOCTU U POAOB U3-3a BbICOKOI BEPOSATHOCTU
pasBUTUS PacCiIoeHUs aopTbl, ocobeHHo B Il Tpume-
cTpe 6epeMeHHOCTU U paHHEM MOC/IePOA0BOM Nepu-
ope [1-8,11,14,15,17, 19, 21, 23].

Bo Bpemsi 6epeMeHHOCTN PUCK Pa3BUTUSA OCJIOX-
HEHUN CO CTOPOHbI a0pTbl (HApaBHE C 3HOO0KAPAMUTOM,
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