OPUIMMHAJIBHBIE CTATbU

O NOHATUAX «CUCTEMHOE BOBJIEYEHUE COEAUHUTE/IbHOW TKAHW» U «<BOBJIEYHEHUE CEPALLA»
B CBETE MNEPECMOTPA FrEHTCKOW HO30J10rMK AN9 BUATHOCTUKA CUHAPOMA MAPGAHA

3emuosckuil 3.B. "

MpencTaBneH COBCTBEHHBIA B3mMsA, HA NPOBGAEMY AMArHOCTUKA psifia POACTBEHHBIX
cuHgpoMy MapdaHa HacneACTBEHHbIX HApYLUEHUIA COeAVHWUTENbHON TKaHW, cpeau
KOTOPbIX OCOObI MHTEPEC, B CUNY LLIMPOKOI PacnpOCTPAHEHHOCTV, MPEACTABNSIOT Nep-
BWYHBIA NPONANC MUTPabHOMO knanaHa v MapdaHouaHas BHelLHocTb. OBcyxaaetcs
M3MeHeHMe MOAXOA0B K OLEHKE BHELUHWX W BUCLEPasibHbIX NPOSIBAEHWIA CUHAPOMA
Mapdana B pamkax leHTckoit Hozonorum u e€ nepecmotpa 2010 . MponeMoHcTpupo-
BaHa BaXHOCTb aHaiM3a CMCTEMHOrO BOBMEYEHWS coeayHuTensbHon TkaHu (CBCT)
C UCnonb3oBaHneM GanibHON OLEHKV W aHanm3a BOBIEYEHVSI SKCTPALENIONSPHOrO
martpukca cepaua. MpyBoaSTCS AaHHble, NMOLTBEPXAAIOLLME HEOOXOAUMOCTL Gonee
LUMPOKOrO VCMOSb30BaHUS KOHLIENLMU BOBNEYEHUSI CEpALA 1S OLEHKW HapyLLeHs
CTPYKTYPbI V1 GYHKLMM SKCTPALEIIONSAPHOrO MaTprKca Mpy Takmnx COCTOSIHUSIX Kak nep-
BUYHbI NPONANc MUTPabHOrO KnanaHa U MapdaHouaHas BHEWHOCTb. OLEeHKy BOBne-
YeHwns cepfLia B CUCTEMHbIN fedekT cneayeT BECTU, UCMonb3ys noacyeT 6annos CBCT,
Manble KpUTEPUM BOBMEYEHWS CepfLa, KOMMYECTBO U XapakTep Masblx aHOManmii
cepaua, pesynbTathl KIMHUYECKoro 06CnefoBaHys 1 NabopaTopHbIe AaHHbIE O CbIBOPO-
TOYHOM KOHLieHTPaummn TGF-B 1 TGF-B2.
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KnioueBble cnoBa: cvHapom Mapdara, MapdaHonaHas BHEWHOCTb, NEPBUYHBIN
nponanc MUTPaNbHOrO KknanaHa, CUCTEMHOE BOBNEYEHWE COEAMHWUTENbHOMN
TKaHW, BOBJIEYEHWE CEPALA.

Cpenu HacJeACTBEHHBIX HapylIeHUI COeAUHUTENIb-
Hoii TkaHun (HHCT) ¢ubpunnunHonatuu, cBsI3aHHBIE
¢ MyTtauusimu reHoB ¢bubpuinunal (FBNI), 3aHUMaIOT
0co00€ MECTO B CHJIy CBOEU IMPOKOW pacrpocTpaHeH-
HOCTH U OOJIBIION KITMHUYECKOU 3HaunMocTu. Pudpui-
JIUH | IBASIETCS OMHUM M3 TeX OETKOB 3KCTpALIELTIONSIP-
Horo Marpukca (DLIM), cBoiicTBa KOTOPOro BO MHOIOM
OIPENEIISIOT IJIABHbIE CTPYKTYPHBIE PYHKIIMK MUKPODU-
opuin [1]. Myramuu reHa FBNI npuBonmsST K HemocTa-
TOYHOM TIPOAYKIIMU M HETOJTHOLIEHHOCTH (hUOpUIUIMHA,
KOTOPOTO 0COOEHHO MHOro mnpoayuupyercss B O1IM
cepjla, Jerkux, Moyek, COCyIoB, a Takxke KOXHU, Xpsi-
1€, CYXOXWJWNA, MBI, POTOBUIILI W LIMHHOBOU
CBSI3KU. MI3MeHeHUs CTPYKTYpbl GUOPWILIMHA PUBOAUT
K HapyLIIEHUIO CTPYKTYPHl U (DYHKLIMU COCIUMHUTETbHOM
TKaHU 3TUX OpPTraHOB M cucTeM. Kak BBISCHUIIOCH O3/~
Hee, MmyTauuu reHa FBN1 conpoBoOXaaOTCsl HapyILLeHU-
SIMU aKTMBAllMU CUTHAJBHOIO IYTU, PETyJUpyeMOro
TpaHC(HOPMUPYIOIIUM  POCTOBBIM  (akTOpomM  —
transforming growth factor-TGF-f [2]. CemeiicTBO MyiTh-
TUTMOTEHTHBIX UTOKMHOB TGF-B oxasbiBaeT BIUsIHUE
Ha pa3HOOOpa3Hble KJIETOUHBIE MTPOLECCHl U HApYILIEHUs
€ro peryjsiuu TPUHITO CUYUTATh OTBETCTBEHHBIMU
32 UBMEHEHUsI KOCTHO-CKEJIETHON M MbILLIEYHOM cCUCTEM
npu cuHapome Mapdana. He BbI3bIBa€T COMHEHUS U TOT
daxt, yuto TGF-B, aBnsasice mpoduOpOTUUECKUM ITUTO-
KWHOM, MIPUBOAUT K TOBBIIIEHUIO IKCIpeccuun Gpuodpu-
JISIpPHBIX OeJIKOB (KoJulareHa, (puOpOHEKTUMHA U MPOTe0-
JIMKAHOB) 1, TEM CaMbIM, OKa3bIBaeT BIMSIHUE HA CTpOe-
Hue OIIM. Kpome ToOro, OBLIO YCTAaHOBJIEHO, YTO
nosbllieHHas aktuBauus TGF- cnocoOHa MpuBOAUTH

'orey «PefepanbHblii  LEeHTp cepaua, KpPoBWM W 9HAOKPUHONOTUK
M. B.A. Anmazoa M3 PO»; ’rB0Y BMO «CaHkT-lMeTepbyprckuii rocynap-
CTBEHHbI neguaTpuyeckuii MeauuuHckuii yHusepcutetr M3 P®», CaHkT-
MeTepbypr, Poccus.
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K (hOPMUPOBAHUIO MUKCOMATO3HO JereHepaluu aTpruo-
BEHTPUKYJISIpPHBIX KianaHoB [3]. JanpHeitne ucciemno-
BaHusl mokasaiu, uto Hekotopriec HHCT, 6nuzkue
10 CBOMM TIPOSIBJIECHUSM K CMHApoMy MapdaHa, MOTyT
OBITH CBSI3aHBI C MyTalusIMU TeHOB perienTopoB TGF-f3
1 u 2 TunoB (TGFBRI, TGFBR2). Takue mMyTaluu, Kak
Ternepb U3BECTHO, BENyT K pa3BUTHIO cMHIpoma Jlynca-
JuTia, mo CBOMM KJIMHWYECKHUM MPOSIBIACHUSIM TPYIHO
OTJIMYMMBIM OT cuHApoMa Mapdana [4].

Takum o6pasom, myraumu FBNI wmu TGFBRI,
TGFBR2 npuBoAsT K pa3BUTUIO Psifa BecbMa OJIM3KMX
Mo cBOUM (heHOTUITMYECKUM MPOSIBJICHUSIM CUHAPOMOB.
Peub mpmer o cunapomax Mapdana u Jlyuca-Jlutua
U psiae poACTBeHHbIX HapyuieHuin (MASS-denoTumn,
HEKOTOphIe (hOPMBI Tpoarica MUTPAJIBHOTO KiaraHa).
OO6mMMHU UIsT BCEX BBILIETIEPEUMCICHHBIX CHUHIPOMOB
SIBJISIIOTCSI CKEJIETHbIE HapyIlIeHUs], KOTOpbie IPUHSITO
OIMMCHIBATh KaK MapdaHouIHYI0 BHelIHOCTh (MB). I1pu-
3HaKM, xapakrtepusymoliue MB, o01ien3BecTHb U OIK-
caHbl B bepimHckoit Ho3osoruu eii€ B 1988 r [5]. 3nech
BaXKHO MOAYEPKHYTh, UTO HAOOP MPU3HAKOB, XapaKTepH-
3ytoix M B, MoxXeT conyTcTBOBaTh psily MEHAEIUPYIO-
LIUX CUHIPOMOB, TIPOSIBJISIIOLIMXCSI, TOMUMO CKEJIETHBIX
MPU3HAKOB, CYLIECTBEHHBIMU WM3MEHEHUSIMM JPYTUX
CHUCTEM, a MOXKET BBICTYNAaTh B BUae heHoTuna. B neppom
ciydae, korna MB MoXeT paccMaTpuBaThCsl KaK MpPOsIB-
JIEHUE TUIEHOTPONUU MyTaHTHOTO T'eHa, CKeJIETHbIE MPU-
3HAKM COYETAIOTCS C PSIOM M3MEHEHMI BHYTPEHHMX
OpraHoB, Kak Mbl 9TO BUAUM Ipu cuHApoMe MapdaHa,
MASS-deHoTHIIe, TIpoJialiceé MUTPAJIbHOIO KJjlaraHa.
B mpyrux cinydasix ckeJeTHbIE MPU3HAKU, KaK MPUHSITO
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CYMUTaTh, HE COIMPOBOXIAIOTCS W3MEHEHUSIMU APYTUX
opraHoB M cucteM. Hanmuume cKeneTHBIX TPU3HAKOB,
XapaKTepHbIX JUIsI cCMHApoMa Mapdana, 6e3 yoeauTeib-
HBIX JAHHBIX 00 U3MEHEHUSIX IPYIrUX OPraHOB U CUCTEM
MBI OyzieM jgajiee 0003HayaTh Kak (peHOoTUI — «MapgaHo-
WIHAsl BHELTHOCTb».

Tpyniy TiepeyncaeHHBIX BBIIIE HACIEIyeMBIX CUH-
JPOMOB MOXHO pacCMaTpuBaTh KaK HEKUil KOHTUHYYM,
Ha OJIHOWM CTOPOHE KOTOPOro pacriojlaraercsi OJIM3KUA
K BapuaHTy HOpMbl MB, a Ha npyroit — cunapom Map-
¢daHa Cc ero yrposoil BHE3allHOl CMEpTU, BBI3BAHHOI
Pa3pbIBOM WM pacciioeHueM aopThl. OTnaBasi cedbe oTyeT
B YCJOBHOCTM HCTIOJIb30BaHUsI TepMUHA @pubpuiiunona-
musi B OTCYTCTBUE MOJIEKYJISIPHO-TEHETUYECKUX MCCIIe-
NIOBaHUI, TMOATBEPXKAAIOIIMX HalWuyMe MYyTalluii reHa
FBNI, MBI Bce ke IUIsI KpaTKOCTU OyleM KCII0JIb30BaTh
ero misi obo3HayeHus rpyrnnsl HHCT, conpoBoxnaro-
IIUXCST XapaKTepPHBIMU M3MEHEHUSIMM CKeJIeTHOM
CHUCTEMBI.

HMHTtepec Bpaueil U uccienoBaTeieil K CHUHAPOMY
MapcdaHa BHojiHE MOHSATEH, IMOCKOJbKY 3TO — ayTo-
COMHO-JIOMMHAHTHOE 3a0o0JieBaHUE COEJUHUTETbHOMN
TKaHUW, TIPOSIBJISIIONIEECS] KOMIUJIEKCOM W3MEHEeHUM
CO CTOPOHBI CEPIEYHO-COCYIUCTON, OPOHXO-JIETOUHOI,
OMNOPHO-IBUTATEJIbHOMU, 3PUTEJILHOW U APYTUMX CUCTEM,
U KOTOPOE SIBJISIETCSI OHOM U3 HauboJiee YacThlX MPUIUH
BHe3amHoOl cMmepTu. [lpyroii mojoc 0003HaYeHHOTO
HaMU KOHTHHYyMa — MB — nosroe Bpemsi octaBajcsl BHe
TTOJIST 3peHUsI MccienoBaTesieid M KIMHUAIIMCTOB. JJocTa-
TOYHO cKa3aTh, uTo M B naxe He ynmoMuHaeTcs B mocie/-
HeM nepecMoTpe [eHTcKol Ho30MorHNH [6].

Mexny TeM, HaKOTUIEHHbIE B TTOCJIeIHUE TO/Ibl Hallei
Jlabopartopueil NTaHHble, KOTOpble Mbl OOCYIMM HUXKeE,
CBUJETENbCTBYIOT O TOM, 4yTo MB 3acinyxuBaeT mnpu-
CTaJIbHOTO BHUMAaHUS MHTEPHUCTOB W KapAuOJIOTOB.
OO60oCcHOBaHME BBICKA3aHHOTO IOJIOKEHUS U SBUJIOCH
1IeJIbIO HACTOsIIIe pabOTHI.

Kak u3BecTHO, 10 HeJIaBHEro BpeMEeHM Il IMarHo-
CTUKM cuHApoMa MapdaHa ucrnosnb3oBayiach [eHTCKast
Ho3zosorust 1996 r [7]. B Heit ObM Ha3BaHbBI BaXKHEMIIINE
CHUCTEeMBI, TIOpaxalroiuecs: npu cuHapome Mapdana:
KOCTHO-CKeJIeTHasl, 3puTebHasl, CepAeuHO-CcOoCyaucTast
1 OPOHXO-JIeroyHas, a TakxKe Koxa M TBepaasi MO3ropast
obosnouka. Mg oueHku GwipadceHHOCMU U3MEeHeHUll
8 KaxcOoU U3 nepeyucaeHHbX cucmem 0bli0 NPednod’ceHo
8bldensms boavuiue u maavle kpumepuu. bonpive Kpute-
pun, cornacHo IeHTckoit Ho3omoruM 1996 1, cBUAETED-
CTBYIOT O PeaJibHO CYIIECTBYIOIIMX UIMEHEHUAX B COOT-
BETCTBYIOLLIel cucrteMme («being present in a system»).
Mauible KpUTEpUM YKa3bIBAIOT HA 606.4e4eHue TOW Wi
MHOI cucTeMbl («system being involved»). JlmarHoctrka
BOBJICUEHUSI CUCTEMbl Ha OCHOBE MaJbIX KPUTEPHEB,
MO0 MHEHWIO aBTOPOB, MMEET 3HaueHue ISl MPUHSITUS
JNIMarHOCTUYECKOTO DPEelIeHUs] OTHOCUTEIbHO CHUHIpOMa
Mapdpana, HO ycTynaeT Oojiee CrieliuUIHbIM OOJIbIINM
KPUTEPUSIM TUATHOCTUKU.

B maHe Hamrero M3joXeHUsT 0COOCHHO BaXkKHO pac-
CMOTpETh TPU3HAKU BOBJICYCHUS KOCTHO-CKEJIETHOIM
U CepAeuyHO-COCyaucToli cucteM. Huke MBI TPUBOAUM
¢parMeHT OMArHOCTUYECKON Tabauubl M3 [eHTCKOM
Ho3osorun 1996 T, XapaKTepHu3yIoeil OOIbIITNEe 1 MaJIbie
MIpU3HaKW CcUHIpoMa MapdaHa, BBISIBISIEMBIC TIPU
00cyie0BaHUY 3TUX cucTeM (Tabut. 1).

Kak BMIHO W3 TabauIbl, UBMEHEHUSI B KOCTHO-CKe-
JIETHON cucTeMe MpeacTaBleHbl BOCEMbIO OOJbLINMU
Y YeTBIPbMS MaJIBIMKU ITpU3HaKaMHu. O MMaTOJIOTMYECKUX
M3MEHCHMSIX B 3TOM CHCTEME MOXKHO TOBOPUTH ITPY HAJTH -
YUU YeTBIpeX OOJIBIINX MPU3HAKaX, a 00 e€ BOBJICUCHNH,
€CJIV BBISIBJISICTCST HE MeHee 2-X OOJIBIINX IMPU3HAKOB WIIN
OIVH OOJIBIIION U 2 MaJIbIX ITPU3HAKa.

O BOBJICYECHUU CEPACIHO-COCYIUCTOM CHUCTEMBI
MOXHO TOBOPUTD, ecal Obll 6blsi6aeH 00UH O0AbUON ULl
00uH manwlii npusHax. BaxxHo MOMIepKHYTh, YTO K MaJIbIM
MpU3HaKaM, CBUAETEIbCTBYIOIINM O BOBJIEYCHUU Cep-
JIEYHO-COCYAMCTOU CUCTEMBbI, ObUIM OTHECEHbI HE TOJBKO
nponarnc MuTpaibHoro kianaHa (ITMK), Ho u:

e pPaCIIMPEHNE CTBOJIA JICTOYHOM apTepUH IIPHU OTCYT-
CTBUH JICTOYHOTO CTeHO3a y Juir a0 40 JeT;

o (hMOPO-KaTBIIMHO3 MUTPAIBHOTO KOJIbIIa B BO3pa-
cre o 40 ner;

e pacliMpeHue J1ub0 paccioeHue CTEHKU TPYIHOM
WJIU OPIOLITHOM aOpThI B Bo3pacte 10 50 JieT.

ITomMuMO TIPU3HAKOB, MCIIOIB3YIOIINXCS TSI OLICHKH
CTETICHW BBIPAXKCHHOCTU HAapYIICHUI COCIWHMTEIHLHOMN
TKAHU OTAEJIbHBIX CHCTeM, B AWArHOCTHMKE CUHIpOMa
MappaHa BaxkHyl0, HO He pelIalollyl0 POJib, Urpaiu
JaHHBbIE CEMEWHOro aHaMHe3a W Pe3YJIbTaThl MOJIEKY-
JIIPHO-TEHETUIECKOTO MCCICIOBAaHUS. AJITOPUTM JHar-
HOCTUKM cuHApoMa MapdaHna, cormacHo IeHTcKoM
Hoszostoruu 1996 1, ipenonaran Haau4Kre OOJNbIIUX MPH-
3HAKOB B 2-X CHCTeMaX U TIPU3HAKOB BOBJICUEHUS B Tpe-
Thell cucteme. IlogpoOHee maHHBIM MOAXOA K AUArHO-
cTHKe cuHIpoMa MapdaHa u3ioxkeH B repBbix Poccuii-
ckux pekoMmeHaauusx mo HHCT [8].

HeobxonuMo mpusHaTh, 4yTO [e€HTCKas HO30JOTUS
(1996 r) GbLTa BecbMa CII0XKHOM [Isl TPAKTUYECKOTO MPH-
MEHEHMSI, TIOCKOJIbKY TpeOoBajia MpOBEIEHUS IeTalb-
HOTO 00CJICIOBAHMS [UTsI BBISIBJICHUS ITPU3HAKOB, XapakK-
TEePUBYIOIINX COCTOSTHUE PA3IMIHBIX OPTAaHOB M CHCTEM.
BMmecTe ¢ Tem, TOAXOmbl, TIPEUTOXKEHHBIC ¢€ aBTOpaMU,
TTO3BOJISIT OLICHUTD CIMeneHd GbIPpaANCeHHOCIU A10KAAbHBIX
U3MeHeHUll COeOUHUMEeAbHOU MKAHU, ¥Mo, ¢ Haulell Mo4Ku
3penust, He0OX00UMO He CMOAbKO 045 OUASHOCIMUKU CUH-
dpoma Mapghana, cxoavko 0aa oueHKu 6blUEHA36AHHBIX
POOCMBEHHBIX HACACOCHMGEHHBIX HapyuileHuil, CnoCOOHbBIX
Npos6AAMbCS 606.A€HeHUCM KOCHell CKeaema, cepoua, aee-
Kux u npou.

CyTb Halllero MpeasoXeH!sl Kak pa3 U 3aKarvaeTcs
B TOM, YTOOBI MCITOJIb30BATh IOHSTHE 806.1eHeHUe Op2aHa
uau cucmemol IJIST ONCHKU KIMHUYECKON 3HAYMMOCTHU
U cTpaTudUKaIlMU pUCKa HE TOJbKO cHMHApoMa Map-
(aHa, HO TakXKe TMEPBUYHOTO IIpojarca MHUTPAJTbHOTO




OPUIMMHAJIBHBIE CTATbU

Ta6nuua 1

leHTCKaa Ho30Morusa OLeHKU NaToJIoOrn4ecKux N3MEHEeHUI U BOBJIEYEHHOCTU KOCTHO-CKeNIeTHOMN
U cepAevHo-CoCyANCTON CUCTEM ANs AuarHocTuku cuigpoma Mapdgana (De Paepe et al., 1996)

BonbLuve NpuU3Hakn

KocTtHo-ckeneTHas cuctema

Hanuumne 4 npusHakos 13 8 HkecneayoLwmx:

1. KunesnpgHas nedopmauys rpyaHoi KneTkn

2. BopoHkoobpasHas aedopmaLms rpyaHoN KNeTku, TpebyloLas Xupypruyeckoro
BMeLLaTenbCcTBa

3. OTHOLLUEHNE BEPXHEFO M HUXKHEro cermeHToB Tena <0,86 nnm OTHOLLEHWE MeXaY
pa3maxom pyk 1 poctom >1,05

4. NMonoxXuTeNbHbIA TECT Nly4e3ansicTHOro cycTasa v 60/bLworo nansua (LUtenH6epr)

5. Ckonno3 >20° Unu CroHaMNoNnCTe3
6. BeInpsiMneHue NoKTeBoro cyctasa Ao 170° 1 MeHee
7. MepvanbHoe cMeLLeHVe MeayanbHOM N0AbKKY, MPUBOASALLEE K NIOCKOCTONMIO

Manble npusHakn

1. YMepeHHasi BOpoHK00Opa3Has fedopmaLys rpyaHoi Knetkn
2. [MNepmMo6KIbHOCTL CYyCTaBOB

3. ApkoBuAHOE HEBO CO CKYYEHHOCTbIO 3y60B

4. Nedopmaumm vepena (fonvxoedanus ryunonnasuns CKynoBbIx
KOCTEM, 3HODTaNbM, CKOLLEHHDBIE Ma3HbIE LWEenn, PETPOrHaTus)

8. MpoTpy3vs BePTYXHON BNaayHbl Mo6oii CTENEHN (MOLTBEPXAEHHAS PEHTTEHOBCKUM

CHVIMKOM)

3meHeHust B KOCTHO-CKENETHON CCTEME COOTBETCTBYIOT NATONIOMMYECKUM, ECIIN BLISIBNSETCS HE MeHee 4 13 BbiLLEeHa3BaHHbIX 8 60bLUMX Nnpn3HakoB

KocTHO-ckeneTHas cucTema BOBJIEYEHA, ECTIN BbISIBSIOTCS:

He MeHee 2 60JbLINX MPU3HAKOB, UM OAWH BGOMLLLOI 1 2 MasnbIx NPU3HaKa.
CepaeyHo-cocyaucTas cuctema

® PacluvpeHne BOCXOAALLEro OTAena aopThl C a0PTaNbHONM peryprutauuein nnm 6es
TaKoBOW 1 BOBNIEYEHWNEM, KaK MUHUMYM, CUHYCOB Banbcanbsbi;

mm

® PaccnoeHne BOCXOASALLEro OTAeNa aopThl

o [ponanc MUTPanbLHOro KianaHa

® PaclumpeHune CTBoMA NIEr04HOM apTepuy NPy OTCYTCTBUM KanaHHoro
1M neprdepryeckoro 1ero4HOro cTeHosa unm niboi apyroim
0YeBUAHON NPUYMHEI, B Bo3pacTe 4o 40 neT;

o ONBPO-KanbLMHO3 MUTPANLHOIO KOMbLia B Bo3pacTe Ao 40 neT;
PaclumpeHvie 6o paccnoeHne CTeHKM HUCXOAALLEro OTAeNa rpyAHOM
1M GPIOLLHOI aopThl B BO3pacTe fo 50 net

Cepﬂ.e"lHO-COCy,EMCTaﬂ cucTema BOBNEYEHa, EC/N BbISIBIEH OAVH 6ONbLLION 1K OAWH Manblii KpuTepun

kiarnaHa U MB. HazBaHHble CUHAPOMBI U (DEHOTUIIBI
BecbMa pacrpocTpaHeHbl M BcTpeuyaemocTh [IMK cocTas-
nser 2,4% [9], a MB cpemu iil MoJIOIOTo Bo3pacTa Ipu
HCITOJIb30BAaHUM MITKMX KPUTEPUEB PACIIO3HABAHUS CKe-
JIETHBIX MIPU3HAKOB BhIsiBsieTcst B 10—15% ciyuaes [10].
OlieHKa KJIMHUYECKOW 3HAYMMOCTH 3TUX HACJEACT-
BEHHBIX CHUHAPOMOB U (DeHOTUIIOB TpeOyeT aHan3a
6oeaevenus II[M cepoua (nanee, 17151 KpaTKOCTU — BOBJIE-
yeHue cepana). MMeHHO 000CHOBaHUIO HEOOXOAUMOCTH
0osiee UIIMPOKOTO HCIIOJb30BAHUSI TPEACTABICHUI
O 6064e4eHUN OMOEAbHBIX 0P2AH08 U cucmeM TIPU DTUX
COCTOSTHUSIX TIOCBSIIIIEHBI TaJIbHEHIIINE PACCYKICHMSI.
Cnycts 15 et nocie Bbixoaa B ¢BeT [@eHTCKOI HO30-
Jorun 1996 T, TTOSIBIIICS IIEPECMOTP arOpUTMa JMAaTrHO-
CTUKM cuHApoMa Mapdana [6]. ABTOpbI TepecMOTpa
CYILIECTBEHHO YIPOCTUJIN MOAXO/bI K JUATHOCTUKE ITOTO
CUHIpPOMa, OCTAaBUB JIBa TJIABHBIX IPU3HAKA: pacIlvpe-
HUEe aopThl U IKTOMHUIO XpyCTajuKa, a BMECTO aHaau3a
OpPraHHbIX TOpPaXeHUN C OLEHKOW MaTOJOTHYECKUX
M3MEHEHUIA U BOBJIEYEHUS] TON UM MHON CUCTEMbI OBLIO
MPeIOKEHO PacCUUTHIBATh B OAIIaX cucmemHoe oe.ae-
yeHue coedunumeavrnol mranu (systemic involvement
score — CBCT). Huxe npuBeneHa Tabauliia, UCIOIb3YIO-
wasicst 1uist noacuera Konnuectsa 6amnos CBCT (Taba. 2).
CorylacHO YMOMSIHYTOMY IEepecMOTpy, Haludue
7 n 6onee 6amioB CBCT B coueTaHuu c TpU3HAKaMU
pacIIMpeHus] aopThl JAIOT OCHOBAHME ISl TTOCTAHOBKU

nuarHos3a (cuHapom MapdaHa) naxe Npu OTCYTCTBUU
MOJIOXKUTEJILHOTO ceMeiiHOro aHamHesa. [1pu mojioxu-
TeJbHOM ceMeliHoM aHamHe3e Hainure CBCT Ha >7 6ai-
JIOB Ia€T BO3MOXHOCTb YCTAaHABIMBATh 3TOT AUArHO3 MIPU
OTCYTCTBUM B MOMEHT 00CJ/Ie0BAaHMSI TPU3HAKOB PaCIIIy-
pPEeHUS /WK pacciaoeHus aopThl. Takum oopazom, CBCT
CTAHOBUTCS, HAPsIIy C paCIIMPEHUEM aOpThl U OKTOMHUEH
XpycTajuKa, OMHUM U3 BaxKHEHUIIMX KpUTepUEB TUArHO-
CTUKU cuHIpoMma MapdaHa.

Paccmotpum mnoapoOHeli TpuU3HAKKU, KOTOpbIE
nmpeajaraeTcsa ucmoiab3oBaTh s omneHku CBCT,
W CpaBHUM HX C MpU3HAKaMU, KOTOPbIE ObLIU peKo-
MEHJOBaHbI ISl OLEHKM MaTOJIOTUYECKUX U3MEHEHU It
1 BOBJIEUEHMSI OpraHoB U cucteM [EeHTCKUMU KpUTEpU-
sMu 1996 T 1 OBLTM TPUBEICHB B Tabuile 1.

IIpy TakoM cpaBHEHMM BUIHO, YTO B OA/IbHYIO
oueHky CBCT He BolLIM «Majible» IPU3HAKKM BOBJICUE-
HUS CKEJIETHOM CUCTEMBI U KOXU BCJEICTBUE UX HUBKOM
crneurduyHOCTU. Peub uuer o runmepmMoOMILHOCTHY CycTa-
BOB, apKOBUJAHOM HEOGE, MOBBILIEHHOW DPACTSIKMMOCTHU
KOXM U PELUUAMBUPYIOLINX WU TMOCJIEONepallMOHHbIX
rpbikax. He BKJIroUeHO TakxKe OOJIbITMHCTBO YITOMUHAB-
IIMXCS BBIIIIE «MaJbIX» KapAUaJbHBIX MpU3HAKOB. Buc-
liepajibHbIe TIPU3HAKM B Tabjaulle OalJIbHOW OLIEHKH
CBCT npeacrasnensl auinb [IMK, cnoHTaHHBIM TTHEB-
MOTOPAKCOM W 2KTa3ueil TBepAOi MO3rOBOI 000JIOUYKHU,
npuueM Hanuuue ook ¢dopmbl [IMK pobGapasier
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B «konujiky» CBCT nuib onuH 6ajut, a xypajbHasi 9KTa-
3Us ¥ CITOHTAHHBI ITHEBMOTOpAKC — 110 JIBa Oasa.
3HAYUT JIM 3TO, YTO Ha3BaHHbIE MTPU3HAKU HE UMEIOT
KJIMHUYECKOTO 3HAUYEHUsI U JOJKHBI ObITh MCKIIOUYEHBI
U3 aJITOPUTMOB JMArHOCTUKM APYTUX HACIEACTBEHHBIX
cuHIpoMoB U peHoturnoB? Pazymeercs, Het. Ux nckio-
YeHWE U3 OTYOJMKOBAHHOTO TIEPeCMOTpa O3HAYACT JIUIIb
HEIOCTAaTOYHYIO CTIEHM(UIHOCTD 3TUX MAJIbIX KPUTEPUEB
B pacrio3HaBaHUM cuHapoMa Mapdana. OqHaKO KaxKablil
U3 2TUX MPU3HAKOB MOXET COMYTCTBOBATh JPYTUM
HacJeICTBEHHbIM CUHIpPOMAaM WJIM BBICTYIATb B POJIU
CaMOCTOSITEJIbHOTO HACEACTBEHHOTO HAPYILIEHUSI.

Takum oOpa3oM, MOXHO 3aK/JIIOUUTh, YTO aBTOPHI
repecMoTpa OeUCTBUTENIBHO «CKOHUEHMPUPOGAAU GHU-
Manue Ha mex NPU3HAKAX U KPUMepusax, Komopole omau-
uarom cundpom Mapgana om dpyeux HHCT»>, a nipeBbI-
1IeHWE MOPOTOBOro yucja O0aljoB OLIEHUMBAETCS UMM
KaK BaXXHBI KpUTEpU NMAarHOCTUKW MMEHHO 3TOTO
cuHapoma [6].

BosBpamiasich k 6anabHoit otienke CBCT, otMeTum,
YTO OOJILIIMHCTBO MPU3HAKOB, BKIIOYEHHBIX B TAOJIMILY,
XapakTepu3yeT W3MEHEHUSI CO CTOPOHBI CKeJeTHOM
cucrembl, Tak yto 7 6a/uioB CBCT moxeT ObITh HaOpaHO
WCKJIIOYUTENIbHO 3a CYET MNPU3HAKOB, BKIIIOYEHHBIX
B aJTOPUTM IMArHOCTMKU MapdaHOWIHONW BHEIIHOCTH.
Tak MapdaHoMIHAs BHEIIHOCTh, BKJIIOYAOIIast B cedst
Takue MpU3HAKKM Kak apaxHomakTtuwius (3 Gasia), Kue-
BUJHAs WIM BOPOHKOOOpazHas jaedopMaliuy rpyaHoi
kiaetkd (2 u 1 Gami, COOTBETCTBEHHO), BaJlbI'yCHas
nedopmanus cromnsl (2 6amna), Ko3OhOUIUEHTOB A0JU-
xocteHoMmenuu (1 6as1), coracHO MPUBEAEHHON BbILIE
Tabsule, B CyMMe JaeT 7—8 0a/uioB M MOXKET paccMaTpr-
BaThcs Kak cBuaeTebctBo CBCT.

Takum obpazom, HoBasi [eHTCKass HO30J0THSI TIpU-
3HaeT BEOyIIyI POJb KOCTHO-CKEJETHBIX MPU3HAKOB
B PACMO3HABAHUU CUCHIEMHO020 OeeKma cmpyKmypol
U QyHKyuu CcoeouUHUMEAbHOU MKAHU KAaK Op2anHu3ma
6 UueaoM, max u cepoeHO-coCyOuUcmoll cucmemol, 8 4acm-
Hocmu.

Ha ocHOBaHMM M3JI0XXEHHOTO0, MOXHO YTBEpXKIaTh,
YTO Yy JUIl ¢ Map(aHOMIHON BHEUIHOCTHIO, KOTOPYIO
paHee ObLIO MPUHSTO XapaKTepu3oBaThb KakK (HeHOTHI,
COIPOBOXKAAIOUIMICS JUILL HAPYIIEHUSIMUA CO CTOPOHBI
CKEJIETHOW CHUCTEeMbl, MOTYT MMETb MECTO HapylleHUs
CTPYKTYPbI U (DYHKIIMU PA3TMYHbIX BUCLIEPATIbHBIX Opra-
HOB U CUCTEM.

Ecnu Hamm paccykneHust BEpHbI, TO Mbl BITPaBe OXK1-
nath, yto npu nepsuuHoM [IMK, kotopsrii yacto coue-
TaeTcd ¢ Map(paHOWIHON BHEIIHOCTbIO, CTPYKTypa
u ¢pyHkumsa DLM cepnua OynyT HapylleHbl B OOJbLIEH
crerneHu, yem npu [IMK ¢ MUHUMaTbHBIM YUCIIOM OaJl-
noB CBCT. BrioiHe 000OCHOBaHHBIM BBITJISIIUT TaKXKe
npeanonoxeHue o Tom, uyto npu [IMK c 6osee TsKenbiM
KJIMHUYECKUM TeueHueM OymayT Oosiee BbIpaxKeHbl MpU-
3Haku, xapaktepusywoiire CBCT B uenom u MB, B yact-
HocTu. ECThb Bce OCHOBaHMSI OXMIAThb, 4YTO Je(EKThI

CTpYKTYpbl U GyHKuMu DM cepaua, o KOTOpbIX KOC-
BEHHBIM 00pa30M CBUIETEIbCTBYIOT IPU3HAKM, XapaKTe-
pusytoie MapchaHOUIHYIO BHEIIHOCTb, MOTYT CTaTh
MNPUYMHON HapyILIEHUI CUCTOJIMYECKONW M JAUACTOJIMYe-
CKOIt (DyHKLMI cep/la U pa3BUTUSI BTOPUYHON Kapauo-
muonatuu (KMIT). CymecrBoBanue takoii KMIT y nuix
¢ TIMK, comnpoBoXaalomMUMCs HAapyLIEHUSIMU CTPYK-
Typsl ¥ dyHKIIMU DM, npeacTapisieTcs BeCbMa BepOsIT-
HbIM, MOCKOJIbKY TOCJEIHUI oOecrneunBaeT rnepeaady
MeXaHUYECKUX YCUJIUI, TeHEPUPYEeMbIX KapAUOMUOLIM-
TaMH, Ha IIOJIOCTU CEpALa M U3MEHEHUs €ro CBOWCTB
MOTYT CIIOCOOCTBOBAaTb HApYILIEHUSIM COKPATUTEIbHOMI
cnocobHocTu cepaua [11].

B Haueit 1abopatopuu ObLIM TPOBEIEHBI UCCIIeI0OBa-
HUs nalueHToB ¢ nepBuyHbIM [IMK ¢ ucnosns3oBanuem
MeTonuku speckle tracking (rmokagpoBoe OTCeKMBaHUE
JIBVDKEHUS HEOTHOPOAHBIX «KPAalTMHOK» B TOJIIE MHO-
Kapma), KOTOpOe ITO3BOJISIET TOJYYUTh WHGMOPMAIINIO
O PETUOHAJIBHOU CUCTOJIMYECKOW U OUACTOJIUYECKOU
byukiumsax muokapaa [12, 13]. OnpeneneHue nedopma-
LMY MMUOKapjaa, KakK M3BECTHO, IO3BOJISIET BbISBIISITD
paHHue npusHaku auchyHkumu JIZK mpu cUCTEeMHBIX
3a00JIEBaHUSIX, TPOTEKAIONIMX C BOBJIEUEHUEM CEPIEUHO-
cocyaucToit cuctemsbl [14]. Pe3yasraTtel 3TOr0 Mccieno-
BaHUS MOATBEPAWIM BbICKa3aHHOE BBIIIE MPEATIONOXKE-
Hue [15].

I1pu cpaBHeHuu BoipaxeHHoctu CBCT B aByx Kia-
crepax, chOPMUPOBAHHBIX B PE3YyJbTaTe COOTBETCTBYIO-
IIIETO aHajM3a TPYIITHI JIUII MOJIOIOTO BO3pacTa ¢ Tep-
BuuHbIM [IMK, ynanoch ycTaHOBUTh, UTO CPENHEE 3HA-
yenue OamnoB CBCT B mepBom  Kiacrepe,
XapaKTepr30BaBIIMMCS MpPU3HAKAMKM HapylleHUsl TJ1o-
O0aIbHOI M PErMOHAJIbHON COKPAaTUMOCTH, ObLIO J10CTO-
BEPHO BbIIIIE, YEM CPEAU MAalMEHTOB BTOPOTO KJjacTepa,
HEe WMMEBIIMX BBIPAXXEHHBIX IMPU3HAKOB HapyLIeHUSs
COKpAaTUTEJbHOM CIocoOHOCTHU MHuoOKapaa
(5,9+1,1 m4,5+1,6, p<0,01).

Takum 00pazoM, MOXHO YTBEpXAaTh, YTO OaslJibHAasI
oueHka CBCT MoxeT ObITh MCMOJIb30BaHA HE TOJBKO IS
JNIMATHOCTUKU cuHApoMa MapdaHa, HO U B KauecTBe Kpu-
Tepusi, TTO3BOJISIIOLIETO OIICHUTD 808.1e4eHue cepoya Tpu
Ipyrux GpUOpUIIMHONATUSX, B TOM YHC/IE U MPU ITepBUY-
HoM ITMK. Ha pucyHke 1 MbI TIOITBITAIMCH MIPEACTABUTh
OCHOBHBIE IMOJXO/IbI, KOTOPbIE CJIEAYET UCTIOIb30BATh s
OIIEHKY BOBJICUCHMUSI Ceplla MpU TaKuX hUOpMILTMHOIIA-
tusix kak nepsuuHbiii [IMK u MB. Kak mbl yxe oTMme-
yanu, BbIpaxkeHHOcTb CBCT MokeT xapakTepu3oBaTb
U JIOKaJbHble HapYIIEHUsS CTPYKTYpbl U (YHKIUU
BLM. OgHako olLieHKa BOBJIEUCHUSI Cepjlla He J0JKHA
OrpaHMYMBaThCs Julb nojacueroMm 6amtos CBCT.

Ha ToM ke pHCYHKEe IMOKa3aHoO, 4TO IS OIICHKU
BoBjieueHUs1 cepaua npu nepsuyHom [IMK u MB cre-
JIyeT YYUTHIBaTb U MaJible KPUTEPUM BOBJICUEHUST Cep-
JIEYHO-COCYIMCTON CUCTEMBI, O KOTOPBIX Mbl YITOMUHAJIN
Boiie (tabn. 1). Kpome TOro, o BOBjIeUeHMM ceprla
MOTYT, C Hallleii TOYKMW 3pPEHUs, CBUIETEIbCTBOBATH
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u Masble aHomasmu cepaua (MAC), KkoTopble TECHO KOp-
PEAUPYIOT C KOCTHBIMY TIPU3HAKAMM, XapaKTEPHBIMU JJIsI
Bceil rpynmbl udbpwianHonatuii. K HUM oTHocATcs,
MOMUMO PACIIMPEHUS] MarucTpajbHbIX COCYAOB, MPO-
JIATIChI APYTUX KJIaMaHOB, aCUMMETPUS TPEXCTBOPYATOTO
aoptanpbHoro kiamaHa (ATAK), MHoOXeCTBEHHBbIE
1 0a3ayibHbIE JTOXKHBIE XOP/Ibl JIEBOTO XKeaynouka (JIXJII2K),
aHeBpU3Ma MEXCKETyIoUKoBoi neperoponku (AHMITIT)
U OTKpBITOEe oBajibHOE 0KHO (O0O0) [16]. Hate npenmno-
JIOXKEHHE O BO3MOXHOCTHU UCIOJb30BAHUS MepeyrceH-
Heix MAC B KayecTBe IOKasartesisi BOBJIEUEHUSsT cepilla
B U3BECTHOW Mepe MOATBEPXKIAETCS TaHHBIMU O 4acTOi
BCTPEUAEMOCTH TTPOJIATICOB APYTUX KJIamaHOB U nedexra
MEXITpeACcepAHOU neperopoaku npu nepsuyHom [TMK
[17]. C Haieii TOYKU 3peHUs, HaJIU4Khe He TOJIBKO MPO-
JIAIICOB KJIallaHOB, HO W IPYIUX BBILIENEPEUYUCIEHHBIX
MAC, Takke MOXET yKa3blBaTb Ha BOBJICUEHUE cepilia
B MMaTOJIOTUYECKUI TIpoliecc 1, yem OoJbliie Takux MAC
BBISIBJISIETCS y MauMeHTa ¢ nepBuuHbIM [IMK, TeM Gosee
BbIpa’KEHHBIM SIBJISIETCS BOBJIEUEHUE ceplia.

HakoHen, BaxHylo HWHGOpPMAlLMIO O BOBJICUYEHUU
cepaua npu nepsuyHom [ITMK Moryt gath pesynbraTbl
KJIMHUYECKOTO obciienoBaHusl. Peub UOET 0 4acTo BbISIB-
JiseMbIx pu riepuuHoM [TMK HapynieHusix cepaeqyHoro
pUTMA U TIPOBOAMMOCTH, HAPYIIEHUSX TTPOLIECCOB PEIO-
gsgpuzauuu Ha DKI mokost u/WiM Harpy3ku, a Takxe
HapyLIEHUSIX CUCTOJMYECKON M THACTOJNYECKON (DyHK-
uuii cepaua [15].

Ellle omHUM MHCTPYMEHTOM TSI OLIEHKY BOBJICYSHMS
cepaua npu nepsudyHoM [TMK mMoxeT ObITh aHaTU3 KOH-
uentpauun TGF-B1 u TGF-B2 B cbhIBOPOTKE KPOBU.
Yposuu TGF-B, 1 TGF-B, B cbiBOpOTKE KpOoBH B TpyIIIe
gl ¢ nepBuyHbM [IMK OBLI, 1O HaIIMM AaHHBIM,
JIOCTOBEPHO BBIIIIE, YeM Y TMAIMEHTOB KOHTPOJbHOM
rpynnel (15,2+12,3; 9,3+£7,7, p<0,004 wu 3,0+1,9;
2,511,2 p<0,04, cootBercTBeHHO). CormocraBieHue
ypoBHeil TGF-B1 u TGF-B2 B chiBOpoTKe KPOBU Y JIULL
¢ neppuyHbiM [IMK, mmeromumx CHUXEHHYIO U HOP-
MaJIbHYI0 CHUCTOJIMYECKYIO TPOAOJbHYIO jAedhopMalnio
(1-i1 1 2-i1 KyacTepsl), TOKA3aJI0, YTO CPEAU MAIIMECHTOB
CO CHMKEHHOI nedopMalueii MuokKapjaa IOBBILICHUE
TGF-B1 u/unu TGF-B2 BbISBASIOCH JOCTOBEPHO Yallie.

DTU AaHHBIE TO3BOJISIIOT YTBEPXKIATh, YTO MOBbILLIE-
Hue koHueHTpauuu TGF-B1 u TGF-B2 B chiBopoTKe
KPOBHU TaKXe MOXET UCIOJb30BaThCS KaK OJUH U3 Map-
KepoB BoBieueHust DM cepmna.

CyMMUpysl BBIIIEU3I0XKEHHOE MOXHO 3aKJIIOUYUTh,
4yTo IS pelieHus o BopieueHuu cepaua rpu [IMK cie-
JyeT MIPOBOAUTH UCCEAOBAHMUS 10 MSTU HAMPABICHUSIM:
MoJCYET OAIJIOB CUCTEMHOTO BOBJICUEHMST, MAJTBIX KPUTE-
pUEB BOBJICUCHMS CEpMlla, YMCJIa W XapaKTepa MajbIxX
aHoMajuii cepilia, TOBLILIEHUE YPOBHS TGF—Bl
1 TGF-B, B cbIBOPOTKE KPOBH, JaHHbBIC KIMHUIECKOTO
obcnenoBaHust (puc. 1). PelieHue Bompoca 0 BO3MOX-
HOCTH MCMOJIb30BaHMsI MPU3HAKOB HApyLIEHUs COKpa-
TUTEJTLHOU CTTOCOOHOCTH CepIIa IJIsT OIIEHKH eTo BOBJIC-

Ta6nuua 2
BannbHasg oLueHKa CUCTEeMHOro BOBJIeYEeHUs
COEeOUMHUTENIbHOWN TKaHU

[pU3HaK CUCTEMHOrO BOBIEYEHUS COEAMHUTENBHOW — Bann

TKaHW
CumMnTom 3anscTbs W 6onblioro nanbua
CumnTom 3anactba UM 60bLIOro nanbLa

KvneBunpHasa nedopmauys rpyoHom Knetku

Eal I R
SR )

BopoHkoobpasHas Aedopmauys rpyAaHON Knetku
VN aCUMMETPUS TPYAHON KNeTkn

BanbrycHas gedpopmauus cTonb!
lMnockoctonue

[MHeBMOTOpPaKC

OkTa3us TBEPLOI MO3roBoi 060104KM

MpoTpyaus Ta306eApeHHOr0 CycTasa

= 3 BN o B

=
BRSO SR SR )

YMeHbLUEHHOE OTHOLLIEHWE BEPXHEr0 CEerMeHTa
K HUXXHEMY W yBEIMYEHHOE OTHOLLEHME pa3maxa pyk
K POCTY MPW HETSXKENOM CTENeHN CKoMo3a

11.
12.
13.

Ckon1o3 nnu TopakoniombanbHbii kKndos 1
HenopasrnbaHue nokTeBoro cyctasa

Jnuesble npusHaku (ot 3/5) - 1 (monuxouedanus, 1
3HODTaNbM, CKOLLIEHHbIE BHW3 MA3HbIE LLENn,
rmnonnasns CKyNoBbIX KOCTEN, PETPOrHaTus)

KoxHble cTpum
15.
16.

Mwonus > 3 guonTpuii 1

Mponanc MATPanbHOro knanaxa

YyeHus TpeOyeT NMpoBeneHUs JOTOJTHUTEIbHbBIX UCCIIEN0-
BaHUI.

OTMETUM, 4YTO Ccpeaud OOCAeHOBAHHBIX HaMW JIMII
MoJionoro Bodpacta ¢ nepBuyHbiM [IMK manbie kpute-
PUM BOBJIEUEHMS CEPIAEUHO-COCYAUCTOM cucteMbl (IeHT-
ckre kputepuu 1996 1) He BBIIBISUIMCH. Hampotus,
MAC Ob1M BecbMa pacIpOCTpaHEHbl CpeIu Hallux
VCTbITYeMbIX. JlaHHBIE, TIOJy4eHHbIE TIpU CpaBHECHUU
yuciaa MAC B IBYX BBILIEYIIOMSIHYTBIX KJacTepax IMaiu-
eHTOB ¢ mnepBuyHbIM [IMK, moaTrBepXmaloT BO3MOXK-
HOCTb MX UCMOJb30BaHUS VISl CY>KAEHUSI O BOBJICUEHUM
cepaua npu [IMK. B kiacrepe naiueHToB ¢ NEPBUYHBIM
[MMK un mpusHakamu BropmuHoit KMIT umncio MAC
0Ka3aJ0Ch TOCTOBEPHO BHIIlIEe, YEM BO BTOPOM KJlacTepe
U KOHTPOJbHBIX rpynmax (5,1%1,2; nportus 4,4*1,3;
p<0,02; u 5,1 nmporus 2,3*1,3 p<0,00001, coorBer-
CTBEHHO).

HenaBHo Hamu ObLIM MOJYYeHbI HE MEHEE BaXKHbIE
JIaHHBIE, CBUIETEIbCTBYIOIINE O BO3MOXHOCTH OLIEHKU
BOBJIeueHUs cepana y jaul ¢ MB Ha ocHoBe OajjibHOM
oueHku CBCT wu aHanu3a MajbIX aHOMaIWii cepiua.
bbuto mpoBeaeHO MUIOTHOE MCClIeIOBaHUE IBYX TPYIIII
MPaKTUYECKU 3I0POBBIX JIMIL MOJIOAOTO BO3pacTa
o 12 yenoBek B Kaxmoii [18]. CpexHuii Bo3pacT marueH-
TOB 00euX TpyIn coctaBua 19,9+1,5 niet, u oHU He OTIU-
yaJauch MO TeHAEPHBIM TMpU3HaKaM. B mepByio rpymmy
(MB+MAC) Obl1d BKJIIOUEHBI Jidlla ¢ MaphaHOUIHOM
BHEIITHOCTBIO U OOJIBIIIUM YUCIOM (4 1 60Jiee) KIMHUYE-
cku 3HauuMbiXx MAC. M B nuarHoctupoBajiach ¢ UCTIOJb-
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BBICOKUM IIOKA3ATEJIb CUCTEMHOTO
BOBJIEYEHWSI (5 n > 6amnos, B, Loeys et al.,2010)

BOBJ/IEYEHUME
9IIM

Knunanka

*apurmun

*HIIP Ha OKT nokos
U HarpysKu
*Hapyurenns cucron.
U MacTon. QyHKImI

CEPIIIIA

Marble KpuTepun BoB/IeYe-
HISA Cepyla *pacimpenne
M pacCIoeHne I‘py}lHOf{
MV GPIOIIHOI A0PThI
*pacmmpenue CTBOA
JIErOYHOII apTepuu fio 40 et
*¢ubpokanbuyzo3 MK

TloBblIIIeH e KOHIIEH-
tpauuu TGE-p
B CBIBOPOTKE KPOBI

Marble aHOMaIMK cepAIia
*ITpormancel KIaIraHoOB
TK,Ao,JTA

*ATAK

*000

*AEMIIIT
*MuoxxectBennbie JIXJDK

Puc. 1. OueHka BOBeYeHUs aKCTPaLENMoNSpHoro Matpukca cepaua npy NMMK n mapdaHonaHo BHELLHOCTM.

30BaHUEM MSITKMX KPUTEPHUEB: YETbIpe U 0oJiee MasibIX
CKEJIETHBIX MPU3HAKOB MPU HATUYUU OJHOTO U3 KOd(D-
(GULIMEHTOB JO0JUXOCTEHOMEINU, XOTsI Obl OJHOIO
U3 CUMMTOMOB apaXHONAKTWUINM W JaXe HeOOJbILIOoN
nedopmauuu rpyaHoit kiaetku 19]. 3naummbiMu MAC
cuntanu DxoKI-mpusHaku mpojadbupoBaHUsSI CTBOPOK
TPUKYCTTUAAIBHOTO, A0PTAJIBLHOIO KJIAIIaHOB, aHEBPU3MY
MEXIIPEICEePIHON TIEPETOPOIKHY, BhIPAKEHHYIO aCUMMe-
TPUIO A0PTaJbHBIX MOJYJIYHUI U HAJIMUKME TpeX U OoJiee
JoxkHBIX Xop/ JIZK. B KOHTpOJbHYIO IpyMIy BKIIOYATUCh
JMua, UMeBIlIMe He Oosiee IBYX BHEIIHUX MPU3HAKOB
NU39MOpUoTeHe3a U MuHUMalbHoe uyrcio MAC, He acco-
nuupoBaHHbix ¢ HHCT (emmHu4YHBIE BepxXyllleyHbIE
JIOKHBIE XOPIBl WJIM aHOMaJbHble TpaOeKysbl). Bcem
obcnenoBaHHBIM poBoauiack OxoKI B 2D, nonmiepos-
CKOM U LIBETHOM M-peknme.

PesynbraTel cpaBHEHMsI JaHHBIX OTHOCHUTEJbHO
PErMOHaJIbHOW COKPATUTEJbHOU CIOCOOHOCTU MUO-
Kapma JieBOTO Xeiaymouka B rpynne MB+MAC
Y KOHTPOJBHOM T'PYMITbl TO3BOJIUIN BbIIBUTH Pa3jiu-
yust B ckopoctu nedopmanuu (CJI) muokapaa. Cra-
TUCTUYECKM 3HAUMMOE CHUXKEHME IOoCeaHeil uMeso
mecto y nmun, ¢ MB+MAC. Tak, paguansHas CJI cpe-
NWHHOTO cerMeHTa OOKOBOW CTEHKM Oblia paBHa
1,36+0,34 u 1,88%0,40, coorBercTtBeHHO (p<0,01),
paguanbHag CJI cpeaAMHHOTO cerMeHTa 3aaHeil
creHku — 1,394+0,30 u 1,98+0,26 (p<0,0009).

Takum o6GpazoM, mMoJiydeHbl IpeaBapuUTesibHbIE
NIAaHHBbIE O BO3MOXHOCTHU YXYALIEHUS PETMOHATbHOM
COKpATUTENbHOM (DYHKIUM MHUOKapaa B pa3IUIHBIX
OTZAeJax JeBOro XeJyaouka y JIUIl MOJIOAOTO BO3pacTa
¢ MB u MAC 1o cpaBHEHUIO ¢ KOHTPOJbHOM TpyI-
Moii, KOoTopoe Mbl paccMaTpuBaeM KaK pe3yabTaT
BOBJIEYEHHUS Ceplia, COMPOBOXIAMOUIUICS Hapylle-
HUSIMU CTPYKTYpbl U (pyHkuuu DM cepaua. Otu

JlaHHbIE TOATBEPKIAIOT BO3MOXHOCTb 3aMOA03PUTH
BOBJICUEHUE CEPALA Y NMPAKTUYECKU 340POBBIX JIML
MOJIOZIOTO Bo3pacTa ¢ Map(aHOMAHOW BHEIIHOCTBIO
Ha OCHOBE aHaju3a CaMHUX CKeJeTHBbIX MPU3HAKOB,
COOTBeTCTBYIOIIUX Bbicokomy Oanny CBCT u MAC.

Pestomupys, cienyer eile pa3 IMOAYEPKHYTb, 4YTO
MpeUIoKEHHbI aBTOpaMM TniepecMoTpa [eHTCKoil HO30-
jjorum noaxoj K oueHke CBCT, MOXeT ObITh MCIOIb30-
BaH TakKXKe U B KaueCTBEe MHCTPYMEHTA JJIsI OLIEHKH BOBJIE-
YeHUs] KOHKPETHBIX OPraHOB M CHUCTEM, B YACTHOCTH,
cepaua. Takas oueHka, ¢ Hallleil TOUKW 3peHus], BecbMa
MepCreKTUBHA U MOXET UMETh OTNpeNeEHHOEe KIMHUYE-
ckoe 3HaueHue. Tot dhakT, YTo CeroHs posib BOBICUEHUSI
cepaua npu MB ocTaeTcsd HemOOlLIEHEHHOU, MOATBEp-
KIAeTcsl pesyJibTaTaMU UCCAeA0OBaHUM, TMOJYyYeHHBIMU
B Halllel JabopaTopuu 3a MOCJeTHUE TOIbI.

Oxkazanoch, uto MB y nuu Monomoro Bo3pacTta
XapakTepu3yeTcsi HapylIeHUsIMU BereTaTUBHOW pery-
JISIUU CEPAEUHOTO PUTMa M Pa3BUTHUEM KIMHUYECKU
3HauuMbIX aputMmuii [10]. Bbimo mokazaHo, 4YTO
y NauueHTOB co cTabuiabHbIM TeyeHueM MUBC u MB
nmoBbIieH puck pasputusg DIT [20], a MB y nun
MOXMJIOTO BO3pacTa MOXET paccMaTpUBaTbCs Kak
NPEAUKTOP Pa3BUTUS KalbLIUDUIIUPYIOLIETO CTEHO3a
aopThl [21].

Takum ob6paszom, OamibHast oneHka CBCT moxer
HCTOJIb30BaThCSl HE TOJBKO B Y3KO MPUKIATHBIX LIEJSIX
NIMATHOCTUKU cUHApoMa MapdaHa, HO M ISl OLIEHKHU
BbIpaKEHHOCTU BoBjieueHUs1 DM pazanyHbIX OpraHoB
u cucteM. OlieHKa BOBJICUEHUS cep/lia Ipu o0cieaoBa-
Huu aul ¢ nepsuuyHbiM [IMK 1 MB pgomkHa BKiIouaTh
B cebs He Tonbko noncuer 6amioB CBCT, Ho u apyrue
MOJXO/bl, Mpearoaralle aHaIu3 MajblX KpUTepUeB
BOBJIEYEHMSI, yKa3aHHBIX B [eHTCKOI HOo301m0rMK 1996 T,
BoisiBieHUe psfga MAC, cesazanHbix ¢ HHCT u pesynbra-
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TOB KIIMHWYECKOTO oOcienoBaHus. IIpensapurenbHbIE
JAHHbIE CBUAETEIBCTBYIOT O TOM, YTO B KOMILJIEKCHOM
OIIEHKE BOBJIEUEHUS cep/lia UCCIEeN0BaHMS CHIBOPOTOU-
Hoit koHueHTpaunn TGF-B1 m TGF-B2 takxke moryt
0Ka3aThCsl BECbMA MOJIE3HBIMMU.

Hcnonp3oBaHue BCETo KOMITIEKCa JaHHBIX, TTO3BOJIS -
IOIMX OLEHUTH CTENEHb BOBJICYCHUS cepaua MpH mep-
BuuyHOoM [TMK 1 MB®, oTKpbIBaeT, ¢ Hallleil TOUKH 3pe-
HMSI, IEPCIEKTUBY LTSI NabHENUILETro U3yYeHUs! «IUCILIa-
CTUYECKOrOo CepAla», HaMoJHSg OTO TMOHSITUE
KOHKPETHBIM colepxkaHueM. Ham mnpencrasisieTcsi, 4To
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Systemic connective tissue involvement and cardiac involvement: the 2010 revised Gent nosology in the Marfan

syndrome diagnostics
Zemtsovsky E. V. "2

The author presents his view on the problem of Marfan syndrome-related hereditary
connective tissue disorders, in particular, primary mitral valve prolapse and
Marfanoid habitus, as the most prevalent manifestations. The changes in the
assessment of external and visceral manifestations of Marfan syndrome, according
to the original Gent nosology and its 2010 revision, are discussed. The importance
of the evaluation of systemic connective tissue involvement, with the systemic score
calculation and cardiac extracellular matrix assessment, is emphasised. The author
presents the evidence justifying the need for a wider use of the cardiac involvement
concept, in order to assess the severity of structural and functional disturbances of
cardiac extracellular matrix in patients with primary mitral valve prolapse and
Marfanoid habitus. The cardiac involvement assessment should be based on the

systemic score, minor cardiac criteria, the number and type of minor cardiac
abnormalities, the results of clinical examination, and the serum levels of
transforming growth factors (TGF) 31 and 2.
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