OPUI'MHAJIbHBIE CTATbA

O NOHATUAX «CUCTEMHOE BOBJIEYEHUE COEQUHUTEJIbHOM TKAHWU» U «BOBJIEYEHUE CEPALIA»
B CBETE NEPECMOTPA FrEHTCKOI HO30J10rMu Ans AUATHOCTUKU CUHAPOMA MAP®AHA

3eMLoBCKuiA . B."?

MpencrasneH cOOCTBEHHbIV B3MsiA, Ha Npobnemy AMarHOCTUKM psifid POACTBEHHbIX
cvHopomy MapdaHa HacneACTBEHHbIX HAPYLUEHWA COEOMHWUTENBHON TKaHW, CPemt
KOTOPbIX 0COBbIV MHTEPEC, B CWITY LLIMPOKOIA PACTPOCTPAHEHHOCTY, MPEACTABNSIOT Nep-
BUYHbIY Mponanc MATPasbHOro kiarnaxa 1 mapdaHouaHas BHeLLHocTb. OBcyxaaeTcs
M3MeHeHVe NOAXOMOB K OLEHKE BHELUHUX W BUCLIEPasIbHbIX MPOSIBNEHWIA CUHOPOMA
MapdaHa B pamkax leHTckorn Hozonorum v eé nepecmotpa 2010 r. MpoaeMoHCTprpo-
BaHa BAXHOCTb aHa/M3a CUCTEMHOTO BOBIEYEHWSI COEAMHUTENBHOW TkaHu (CBCT)
C 1CNOsb30BaHNEM GaibHON OLEHKU W aHanv3a BOBNEYEHWUS AKCTPALENNIONSPHOrO
maTtpukca ceppua. MpUBOASTCS AaHHbIe, MOATBEPXAAOLME HEOOXOAMMOCTL Gonee
LUMPOKOrO MCMOMb30BaHS KOHLIEMLMW BOBEYEHUST CepaLa s OLEHKW HapyLLeHws
CTPYKTYPb! 1 GYHKLMM SKCTPALIENIONSPHOrO MATPUKCA NPV TaKWX COCTOSHUSIX Kak Nep-
BMYHbIY NPOAANC MUTPabHOMO KiarnaHa 1 MapdaHouaHas BHELUHOCTb, OLEHKY BOBe-
YeHVs cepaLa B CUCTEMHbIV iedekT creayeT BeCTu, ucnonsays noacyet 6annos CBCT,
Masble KpUTEPUM BOBJIEYEHWS CEPALA, KOMMYECTBO W XapakTep Masbix aHOMasni
cepaua, pesynbTaThl KIMHUYECKOro 06Ciea0BaHyis v TabopaTopHbie JaHHbIe O CbIBOPO-
TOYHOI KOHLieHTpaummn TGF-B1 1 TGF-B2.
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KnioueBble cnoea: cuHapom Mapdana, mappaHomaHas BHELLUHOCTb, NePBUYHBbIN
nponanc MWTPanbHOrO KfianaHa, CUCTEMHOE BOBAEYEHUE COeAVNHUTENbHOW
TKaHW, BOBJieYeHne cepala.

Cpenu HacNneNCTBEHHBIX HAPYHICHUN COEIWHUTEIh-
Hoit Tkanu (HHCT) dubpumimHonaruu, cBs3aHHBIE
¢ MmyTanusmMu reHoB ¢ubpwiinHal (FBNI), 3aHuUMaioT
0c000€ MECTO B CHJIy CBOEU LIMPOKOU pacpOCTpaHEH-
HOCTH 1 OOJIBIION KIIMHUYEeCKO 3HaunmMocT. Gudpu-
JIVH | 9BJIMEeTCS OHUM U3 TeX OEJKOB SKCTPaALIeJLTIONSP-
Horo Marpukca (B1IM), cBoiicTBa KOTOPOTO BO MHOTOM
OIPEAEJISIOT [NIABHbIE CTPYKTYPHbIE (DYHKIIMU MUKPODU-
opwin [1]. Myraumu rena FBNI nipuBonisIT K HeJoCTa-
TOYHOW MPOAYKUUU U HEMOJHOLEHHOCTU (HUOPUILINHA,
KOTOPOTO OCOOCHHO MHOTO Ipomymupyetcss B DM
cepaua, JEerkux, Mo4yeK, COCyAOB, a TaKXKe KOXM, Xps-
IIEW, CYXOXWIWK, MBI, POTOBUIIBI W LIMHHOBOU
CBSI3KU. VI3MeHEeHUsT CTPYKTYphl (PUOPUUIMHA TPUBOJUT
K HapyLIEHUIO CTPYKTYPBl U (PYHKIIUKU COCAUHUTEIbHOM
TKaHU 3TUX OPraHoB U cucteM. Kak BBISICHUIOCH TIO3/-
Hee, MyTaunu reHa FBN1 commpoBOXAaIOTCS HapyIIeH-
SIMM aKTUBAllUM CUTHAJBHOIO MYTU, PETYJIUPYEMOrO
TpaHCHOPMUPYIOLIUM  POCTOBBIM  (haKTOpOM  —
transforming growth factor-TGF-f3 [2]. CemeiicTBO MyJib-
TUMOTEeHTHBIX TUTOKUHOB TGF-B oKasbiBaeT BiausiHUE
Ha pa3HOOOpa3HbIe KJIETOUHBIE MTPOLIECCHl U HAPYLIEHUS
€ro peryjsiliuu MPUHSITO CUYUTAThb OTBETCTBEHHBIMU
3a U3BMEHEHUS KOCTHO-CKEJIETHON U MBIIIEYHON CUCTEM
npu cuaapome Mapdana. He BbI3bIBaeT COMHEHUS U TOT
(akt, uro TGF-B, aBnsisicb TpoUOPOTUIECKUM LIUTO-
KAHOM, TIPUBOJUT K MOBBIIIEHUIO dKCTIpeccun pudpui-
JISpHBIX 0€NKOB (KoJutareHa, ¢puOpOHEKTUHA U MPOTEO-
[JINKAHOB) U, TEM CaMbIM, OKa3bIBAET BIUSHUAE HA CTPOE-
Hue ODIIM. Kpome Toro, OBIIO YCTAaHOBIIEHO, YTO
noBbiieHHas: aktuBaiusi TGF-f cmocobHa mpuBoaUTH
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K (hOPMUPOBAHUIO MUKCOMATO3HOM JieTeHepaluy aTpuo-
BEHTPUKYJISIPHBIX KianaHoB [3]. JlanbHeitme uccieno-
BaHMs ToKaszanu, uto HekoTopsle HHCT, Gmm3kue
10 CBOUM TIPOSIBJICHUSIM K CUHApoMy MapdaHa, MoTyT
OBITH CBSI3aHBI C MyTallUsIMu TeHOB perientopoB TGF-3
1 u 2 tunoB (TGFBRI, TGFBR2). Takue Mytauuu, KaKk
Terepb U3BECTHO, BEIyT K pa3BUTHIO cuHapoma Jlynca-
JuTia, o CBOMM KJIMHUYECKUM TIPOSIBJICHUSIM TPYIHO
OTJINYMMBIM OT cuHIpoMa Mapdana [4].

Takum o6pazom, mytanuu FBNI wiu TGFBRI,
TGFBR2 npuBOIAT K Pa3BUTUIO psiia BeCbMa OIM3KUX
1Mo CBOMM (hEHOTUTIMUECKUM TIPOSIBJICHUSIM CUHIPOMOB.
Peub uaer o cuHapomax Mapdana u Jlyuca-Autua
W psiie poACTBeHHBIX HapymeHuit (MASS-deHoTHm,
HEeKOTopble (OPMBI TIpojlarica MUTPATLHOTO KJIaraHa).
OO0mMMHK JUIsT BCEeX BBINIETIEPEYUCIEHHBIX CUHIPOMOB
SIBJISTIOTCS  CKEJIETHbIE HApyHIeHUsI, KOTOPbIE TPUHSTO
OMUChIBaTh Kak MapdaHouaHy10 BHeITHOCTL (M B). ITpu-
3HaKW, xapakTepusyoinre MB, o011en3BecTHbl U OMu-
canbl B bepnuHckoit Hozonmoruu e B 1988 1 [5]. 3nech
BaXXKHO TIOMYEPKHYTh, YTO HAOOP TPU3HAKOB, XapaKTepu-
3ytoiux MB, MOXeT cormyTcTBOBaTh psiiy MEHACIUPYIO-
IIAX CUHAPOMOB, TIPOSIBIISTIOIINXCST, TOMUMO CKEJIETHBIX
MPU3HAKOB, CYIIECTBEHHBIMU UH3MEHECHUSIMU IPYTIUX
CHUCTEM, a MOXET BBICTYTATh B BUIe (heHOTUTIA. B IepBom
cnydae, Korna MB MoxkeT paccMarpmBaThest Kak MPOSIB-
JIEHWE TUIEHOTPOIINY MYTAHTHOTO T€HA, CKEJIETHBIE TIPU-
3HAKM COYETAIOTCS C PSIOM W3MEHEHUI BHYTPEHHMX
OpraHoOB, KaK Mbl 3TO BUAUM Mpu cuHapome MapdaHa,
MASS-denoTurie, mposiarice MUTPaJbHOTO KJaraHa.
B npyrux ciydasix ckejeTHble MPU3HAKK, KaK TPUHSITO
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CUUTATh, HE COIMPOBOXIAIOTCS WU3MEHEHUSIMU OPYTUX
OpraHoB M cucteMmM. Hanuuue CKeJleTHBIX MPU3HAKOB,
XapaKTepHbIX ISl cuHapoMa MapdaHa, 6e3 ydenuresnb-
HBIX JAHHBIX 00 U3MEHEHUSX APYTUX OPTaHOB U CUCTEM
MbI OyJieM Jajiee 0003HayaTh Kak (peHOTUI — «MapdaHo-
WUJIHAsI BHELTHOCTb».

Ipynmy mnepeyucaeHHBIX BbILIE HACAEAYEMbIX CHUH-
JIPOMOB MOXHO paccMaTpUBaTh KaK HEKUI KOHTUHYYM,
Ha OJHOW CTOPOHE KOTOPOTO PACTOJAraeTcs OIU3KUiA
K BapuaHTy HopMbl M B, a Ha apyroit — cuHapom Map-
¢daHa c ero yrposoil BHe3almHOW CMEpTU, BbI3BAHHOU
pa3pbIBOM WK pacciioeHreM aopThl. OTnaBas cede oT4eT
B YCJIOBHOCTH WCITOJTb30BaHUSI TEPMUHA hubpusaunona-
musa B OTCYTCTBUE MOJIEKYJSIPHO-TEHETUYECKUX HUCCIIe-
IOBaHWIA, MONTBEPXIAIOIIMX HAJIUYMe MyTallUil TeHa
FBN1, MBI Bce Xe UIST KpaTKOCTH OyIeM HCIIOJIb30BaTh
ero misa obosHaueHus rpynmnbel HHCT, compoBoxkmaro-
IIUXCS XapaKTePHBIMU U3MEHEHUSMU CKEJIETHOU
CHUCTEMBI.

WHuTtepec Bpaueldi U ucciaegoBaTesieil K CUHIPOMY
MapdaHa BHosHe MOHSTEH, MOCKOJbKY 3TO — ayTo-
COMHO-JOMMWHAHTHOE 3a00JieBaHUE COEIUHUTEIbHONU
TKaHU, TMPOSBISIOLIEECS KOMIUJIEKCOM W3MEHEHUN
CO CTOPOHBI CEPAEYHO-COCYAUCTOU, OPOHXO-JIETOUHOMA,
OIMOPHO-IBUTATEJbHON, 3PUTEIBbHON U OPYTUX CHUCTEM,
U KOTOPOE SIBJISIETCS ONHOM U3 HauboJiee YaCThIX MPUYUH
BHe3amHOU cmepTu. pyroil mosoc 0OO3HAYEHHOTO
HaMu KOHTUHYyMa — M B — nosaroe BpeMs octaBajicsl BHE
MOJIsL 3peHUs UccaenoBaTesiel U KIMHUUKUCTOB. JlocTa-
TOYHO cKa3aTbh, YTo M B naxe He ymoMuHaeTcsl B OCHIE/I-
HeM TiepecMoTpe [eHTcKoi Ho3oJ0THH [6].

Mexnay TeM, HaKOTIJIEHHBIE B ITOCIEIHUE TOAbI Halllei
JlabopaTopueil JaHHbIe, KOTOpPble MBI OOCYIUM HUXE,
CBUJIECTEJBCTBYIOT O TOM, yTo MB 3acnyxwuBaer npu-
CTAJIbHOTO BHUMAHWSI WHTEPHUCTOB U KAapAUOJIOTOB.
ObocHOBaHME BBICKA3aHHOTO TOJIOXKEHUS] U SIBUJIOCH
LIEJIbIO HACTOSIILEH paOOTHI.

Kak u3BecTHO, 10 HEOAaBHErO BpEeMEHU ISl JUArHO-
ctuku cuHapoma MapdaHa ucnonb3oBanach [eHTCKas
Hoszostorust 1996  [7]. B Heit ObLIM Ha3BaHbI BaskKHEHIIIME
CUCTEMBI, Topaxarluecs npu cuHapome Mapdana:
KOCTHO-CKEJIETHasl, 3pUTEbHAsl, CepAeYHO-COCYIUCTAasI
U1 OPOHXO-JIETOYHAs, a TAKXKE KOXa W TBEpIask MO3roBasi
obonouka. [ng ouewku 6bipasceHHOCMU U3MeHeHUll
8 KadxcOoU U3 NepevucieHHbiX cucmem 0bla0 npeodrolceHo
gbidensamy boavuue u maavie kpumepuu. bonblive Kpute-
puu, cornacHo [eHTcKoit Ho3omorun 1996 1, cBUIETEb-
CTBYIOT O PEaJbHO CYLIECTBYIOIIUX U3MEHEHUAX B COOT-
BETCTBYIOILIeH cucteme («being present in a system»).
Maible KpUTepUM yKa3blBalOT Ha 6061eveHue TOW WU
MHOM cucteMbl («system being involved»). JilnarHoctuka
BOBJICUCHUSI CHUCTEMBI Ha OCHOBE MAaJIbIX KPUTEPHUEB,
0 MHEHHUIO aBTOPOB, UMEET 3HAUYECHUE MJIs MPUHSATUS
JMMATHOCTUYECKOTO PEIIEHUSI OTHOCUTEJIbHO CUHApOMa
Mapdana, HO ycTynaeT 6oJiee crieu(PUIHBIM OOJIBIINM
KPUTEPUSIM TUATHOCTUKU.

B nnane Hairero musnoxkeHusi 0COOEHHO BaXKHO pac-
CMOTpPETh TPU3HAKU BOBJIEUEHUST KOCTHO-CKEJETHOM
U CepIeYHO-COCYNUCTON cucteM. Huke MBI TpUBOIUM
(parMeHT auarHocTuyeckoi Tabauibl u3 [eHTCKOM
Hozosoruu 1996 1, xapakTepusyolleil 00JbIIe U MaJble
MpU3HaKU CcuHApoMa MapdaHa, BBISIBISIEMbIE IIPU
00cJIeNOBaHUHY 3TUX cucTeM (Taodu. 1).

Kak BugHO M3 TaOMUIIBI, U3BMEHEHUSI B KOCTHO-CKE-
JIETHOW CUCTEME TMPEeJCTaBICHb BOCEMbIO OOJBIINMU
¥ YETHIPbMSI MajJibiMU Tpu3HakamMu. O TaTOJOTUIECKUX
M3MEHEHUSIX B 9TOU CUCTEME MOXKHO TOBOPUTH MTPY HAJTU -
YUY YeThIpeX OONBIINX TIPU3HAKAX, a 00 €€ BOBJIEUCHNN,
€CJIN BBISIBIISIETCS] HE MeHee 2-X OOJIBIINX TTPU3HAKOB WJIN
OIIVH OOJIBIIION U 2 MaJIbIX TPU3HAKA.

O BOBJIEYEHUU CEPIAECYHO-COCYIUCTON CUCTEMBI
MOHO TOBOPUTH, ecau Obia 8blsieaeH 00UH OOAbUOL UAU
00uH manvlil npusHak. BaxHO MOAYEPKHYTH, YTO K MAJTBIM
MpU3HAKaM, CBUIIETEIBCTBYIOIINM O BOBJICUEHUU Cep-
JIEYHO-COCYTUCTOM CUCTEMBI, OBbIJTM OTHECEHBI HE TOJIBKO
npoJjaric MmutpaibHoro kianana (ITMK), Ho u:

® paclIMpeHune CTBOJIA JIETOYHOU apTepuu TIPU OTCYT-
CTBUU JIETOYHOTO CTeHOo3a Y Jiuil 10 40 nieT;

o (hUOPO-KATBLIMHO3 MUTPATHLHOTO KOJIblIa B BO3pa-
cre o 40 er;

e pacmimpeHue JMOO paccloeHue CTeHKU TPYIHOM
YUIM OPIOIIHOM aopTHI B Bo3pacTe 10 50 JeT.

[MToMuMO TIPM3HAKOB, UCTIONB3YIOIIUXCS TSI OLIEHKH!
CTETIEHU BBIPAXXEHHOCTU HApYIIEHUN COeNUHUTETbHOMN
TKaHU OTJAEJbHBIX CHUCTEM, B JMArHOCTUKE CUHIpOMA
Mapdana BaxHyIO, HO HE pelIalollyl0 POJib, UTPan
JAaHHbIE CEMEWHOTO aHaMHe3a W Pe3yJbTaThl MOJIEKY-
JIIPHO-TEHETUYECKOTO UCCIeNOBaHUS. AJITOPUTM JHar-
HOCTUKU cuHIpoMma MapdaHna, cornacHo I[eHTCKoM
Hozosoruu 1996 1, peanonaran Haauurue 6OJbITUX MPY -
3HAKOB B 2-X CHCTEMax W MIPU3HAKOB BOBJIEUCHUS B Tpe-
Theil cucreme. [logpoOHee maHHBIM MOAXOJ K AUArHO-
cTuke cuHapoma MapdaHa usnioxeH B nepBbix Poccuii-
ckux pekomeHmanusax mo HHCT [8].

Heob6xonuMo mpusHaTh, 4yTo I[eHTCKas HO30J0rus
(1996 ) 6bLTa BecbMa CJIOKHOM IS MPAKTUYECKOTO TIPU-
MEHEHUsI, TOCKOJIbKY TpeOoBajia TIPOBEACHUS IeTallb-
HOTO 00CJIeIOBaHUS JIJIsT BHISIBJIEHUST TIPU3HAKOB, XapaK-
TEPUBYIOIINX COCTOSTHUAE Pa3JIMUHBIX OPTAaHOB U CUCTEM.
Bmecte ¢ Tem, moaxomsl, TIpeniokeHHbIE €€ aBTOpamu,
TMO3BOJISUTA OLIEHUTh CHeNneHb 6bipadceHHOCMU A0KAAbHbIX
u3mMenenuil coeOUHUMeAbHOl MKAHU, YMo, ¢ Hauell MoYKu
3peHus, Heo0X00UMO He CMmOAbKo 04 OUACHOCHMUKU CUH-
dpoma Mapghana, ckoavko 0431 OUEHKU 6bIUEHA36AHHBIX
POOCHIGEHHBIX HACACOCMGEHHBIX HAPYWIEeHUIl, CROCOOHbIX
nposaeAAmbCA 061eHeHueM Kocmell ckeaema, cepoua, aee-
Kux u npou.

CyTb HaIIEeTO MPEeUTOXKEeHUsT KaK pa3 U 3aKITI04aeTcs
B TOM, UTOOBI UCIIOTb30BATh TTOHSITUE B08.1eHeHUe OP2aHa
uau cucmemut JUisl OLEHKM KIMHUYECKOW 3HAYMMOCTH
u crpatudKalnuv pucka HE TOJIbKO cuHApoma Map-
(bana, HO Takke MEPBUYHOTrO IPOJIATICA MUTPATBHOTO
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Tabnuua 1

leHTCKag Ho3onorusa OLUEeHKU NaToNorn4eckmnx N3MEHEeHU N BOBNIEYEHHOCTU KOCTHO-CKEeJIeTHOMN
1 CepAeYHO-COCYAUCTON CUCTEM ANS AUarHocTukM cuHpgpoma Mapdgana (De Paepe et al., 1996)

Bonblune npusHakm

KocTHo-ckenetHas cuctema

Hanuune 4 npnaHakos 13 8 HXeCneayoLwmXx:

1. KuneBngHas gedopmaums rpyaHon Knetkn

2. BopoHkoo6pasHas aedopmMaums rpyaHoii Knetku, TpebytoLlas XMpypruieckoro
BMeLlaTeNnbCTBa

3. OTHOLUEHWE BEPXHETO U HIKHEro cerMeHToB Tena <0,86 nnv oTHOLEHWe Mexay
pa3maxom pyk 1 poctom >1,05

4. TonoxuTenbHbI TECT Ny4e3ansicTHOro cyctasa 1 6onbLoro nansua (LLteiiH6epr)

5. Ckonnoa >20° Unu CnoHaMnoancTe3
6. BhinpsiMieHue JI0KTeBoro cyctasa Ao 170° 1 MeHee
7. MeamnansHoe CMELLEHVE MeANanbHOM NOABIKKMA, MPUBOASALLEE K NOCKOCTONMIO

Marnble npusHakm

1. YmMepeHHas BopoHkoobpasHas aedopmMauyis rpyaHoi Knetku
2. TunepMobunbHOCTbL CYCTaBOB

3. ApKoBUAHOE HEOO CO CKY4EHHOCTbIO 3y60B

4. lledopmaumu yepena (ponamxouedanvs runonnasmns CKynoBbix
KOCTEM, BHOPTaNbM, CKOLUEHHbIE Fa3HbIE LLEenn, PETPOrHaTus)

8. MpoTpy3us BepTNYXHON BNaAyHbI 1060 CTeneHu (NoATBEPXAEHHAsS PEHTFEHOBCKIM

CHUMKOM)

M3MeHeHuns B KOCTHO-CKENETHON cucTeme COOTBETCTBYIOT NATONIOrNM4ECKNM, eC/N BbIABNAETCA HE MEHee 4 113 BblLLEHA3BAHHbIX 8 60MbLINX Nnpu3HakoB

KocTHo-ckeneTHas cuctema BoBneyeHa, eCauv BoiBASIOTCS:

He MeHee 2 60sbLLMX MPU3HAKOB, MW OAUH OOMBLIOK 1 2 ManbIX NPKU3Haka.
CeppeyHo-cocyamncTas cuctema

® PaclumpeHvie BOCXOASALLEro OTAeNa aopThl C a0pTasibHO peryprutaumeit nnm 6e3
TaKOBOW ¥ BOB/IEYEHNEM, K&K MUHUMYM, CUHYCOB Banbcanbsbl;

nm

® PaccrnoeHvie BOCXOAALLEro 0Taena aopTbl

o [ponanc MUTPasnbHOro KnanaHa

® PaclumpeHue CTBONA NIErO4YHO apTepum Npu OTCYTCTBUM KNanaHHOMo
1K nepndeprnyeckoro NEroyHoro CTeHo3a unn Ntoboi apyromn
04eBVAHON NPUYKHBI, B BO3pacTe a0 40 neT;

o PUBPO-KanbLMHO3 MUTPANBLHOrO KOMbLA B Bo3pacTe 10 40 neT;
PaclumpeHve n1bo paccnoeHne CTeHKV HUCXOASLLEro OTAeNa rpyaHomn
1 6pIoLLIHOI aopTkl B Bo3pacTe o 50 net

Cepﬂ,e'-lHO-COCWJ,MCTaﬂ cMCTeMa BOBJIEYEHA, ECAV BbISIBIEH OAMH GONbLLIOIN UV OLUH ManbliA KpUTEPWIA

knanmaHa u MB. Ha3zBaHHble CUHIPOMBI U (DEHOTUIIBI
BecbMa pacripocTpaHeHbl 1 BetpeuaeMocTh [IMK cocras-
nstet 2,4% [9], a MB cpeau iiin MOJIooTo Bo3pacTta mpu
WCTIOJIb30BAHUY MSITKUX KPUTEPUEB PACTTO3HABAHMSI CKe-
JIETHBIX TTPU3HAKOB BhIsiBIIsieTcst B 10—15% ciyvaes [10].
OneHkKa KIMHUYECKOW 3HAUMMOCTU 3TUX HACTENCT-
BEHHBIX CHUHAPOMOB U (PEHOTUTIOB TpedyeT aHaiIM3a
6oe.aeuenus JIIM cepoua (nanee, 1t KpaTKOCTH — BOBJIC-
yeHue cepaua). MMeHHO 000CHOBaHUIO HEOOXOAUMOCTH
Oosiee IIMPOKOTO WCIOJIB30BAHUSI TIPEACTABICHUM
0 606aeHeHUU OMOCALHBIX OP2AHO8 U cucmem TIpU STUX
COCTOSTHUSIX TIOCBSIIIIEHBI TATbHENIITE PACCYKACHUSI.
Cnycrs 15 ner mocie Bbixona B cBeT [eHTCKOI HO30-
Jorun 1996 1, MoSIBUJICS TTEPECMOTP aJlTOpUTMa AMArHO-
CTUKU cuHApoMma Mapdana [6]. ABTopbl mepecMoTpa
CYIIECTBEHHO YITPOCTUIIN TIOIXOIbI K TMaTHOCTUKE 3TOTO
CUHIIPOMa, OCTaBWB JiBa TJIAaBHBIX MPU3HAKa: paciiupe-
HUE aOPThl M DKTOMUIO XPyCTaJinKa, a BMECTO aHaIu3a
OPTaHHBIX TIOPAXEHUIN C OLIEHKOW TMAaTOJIOTUYECKUX
U3MEHEHUI 1 BOBJICUEHUSI TOW MM MHOW CUCTEMBI OBLITIO
MPEUIOKEHO PACCUUTHIBATH B Oallslax cucmeMmHoe 6os.ae-
uenue coedunHumeavHol mranu (systemic involvement
score — CBCT). Huxe npuBeneHa Tabiniia, UCMOIb3YIO-
masicst ISt moacyera Koamdectsa 6autoB CBCT (taba. 2).
CornacHO YIMOMSIHYTOMY TEPECcMOTpY, Hajaudue
7 u 6onee 6amioB CBCT B coueTtaHUM C MpU3HAKAMU
pacuIMpeHusi aopThl JAOT OCHOBAHUE IS TTOCTAHOBKU

nuarHosa (cuHapom MapdaHa) naxe nmpu OTCYTCTBUU
MOJIOKUTEIBHOTO ceMeliHoTo aHamHe3a. [Ipu momoxu-
TeJIbHOM ceMeliHoOM aHaMHe3e Haymmune CBCT Ha >7 6ai-
JIOB JaeT BOBMOXHOCTh YCTAHABJIMBATh 3TOT IUAarHO3 TIPU
OTCYTCTBMM B MOMEHT 00CTIEIOBAaHUS TIPU3HAKOB PaCIII-
peHus u/vim pacciaoeHust aoptol. Takum oopazom, CBCT
CTAHOBUTCSI, HAPSIAY C PACHIMPEHUEM aOPTHI U IKTOTHEH
XpYyCTaJIUKA, OMHUM U3 BAXHEWITUX KPUTEPUEB TUATHO-
cTUKU cuHapoma MapdaHa.

PaccMoTrpum moapoOHeil Tpu3HaKu, KOTOpHIE
nmpejjaraeTcss uMcmoiab3oBaTth 1is oueHku CBCT,
W CpaBHUM MX C MPU3HAKAMU, KOTOpbIe OBLIN pEKO-
MEHIOBAaHBI JIJISI OLIEHKW MATOJOTUYECKUX U3MEHEHUI
¥ BOBJICUEHUSI OPTAaHOB U cCUCTEM [EeHTCKMMU KpUTEPU-
aMu 1996 r 1 ObLIM NIpUBEAEeHbI B TabauLe 1.

[Tpu TakoM cpaBHEHUM BUIHO, YTO B OaIBHYIO
onenky CBCT He Bonumi «Majbie» MPU3HAKK BOBJIEYE-
HUSI CKEJIETHOW CUCTEMBI U KOXU BCJIEJCTBUE UX HU3KOM
crietiuuaHOCTU. Peub uaeT o runepMoOuIbHOCTH CycTa-
BOB, apKOBUJHOM HEOE, MOBBIIIEHHOW PaCTSKUMOCTH
KOXW M PEUANBUPYIONINX WU TOCIEONepallMOHHbIX
rpbikax. He BkiTIoueHO TakKe OOJIBITMHCTBO YIIOMUHAB-
LINXCS BBILIE «MaJIbIX» KapAWaJlbHBIX MPU3HAKOB. Buc-
LiepajibHble MPU3HAKW B Tabiule OaJIbHOU OLEHKU
CBCT mpencrasnensl qumb [IMK, crToHTaHHBIM ITHEB-
MOTOPAaKCOM W 3KTa3Well TBEPIOi MO3TOBOI 00OJIOUKU,
npuyeM Haiauuue 6ot dopmer [IMK noGasiser




Poccuiickuin kapayonorudeckuin xypHan N2 1 (99) | 2013

B «komiky» CBCT nuiub oquH 6asut, a typajibHast 9KTa-
3Us1 U CTIOHTAHHBIN TTHEBMOTOPAKC — 10 JIBa Oasiia.
3HA4YUT I 3TO, YTO HA3BAaHHBIC MPU3HAKU HE UMEIOT
KJIMHUYECKOTO 3HAUYEHUST U JIOJDKHBI OBITH MCKITIOYEHBI
U3 QJITOPUTMOB JUATHOCTUKU APYTUX HACIEACTBEHHBIX
cuHIpoMoB U deHotunos? Pazymeercs, HeT. Ix uckio-
YeHUe U3 OMYOJMKOBAHHOTO TIEPeCMOTpa O3HAYAET JTUIITh
HEJ0CTAaTOUHYIO CITeIIM(DUIHOCTb ITUX MAJIBIX KPUTEPUEB
B pacro3dHaBaHuu cuHapoma Mapdana. OnHaKo KaxIblid
U3 OTUX TPU3HAKOB MOXET COMYTCTBOBAaThH APYTUM
HACJIE/ICTBEHHBIM CUHIPOMaM WM BBICTYNATh B POJIU
CaMOCTOSTEJIbHOTO HACIEACTBEHHOTO HApyLLIEHUS.

TakuM 00Opa3oM, MOXHO 3aKJIOUUTh, YTO aBTOPBI
repecMoTpa JeCTBUTENbHO «CKOHUEHMPUPOBAAU 6HU-
Manue Ha mex NPUHAKAX U KPUMepusax, KOmopwvie Omau-
uarom cundpom Mapghana om dpyeux HHCT», a TIipeBBI-
IIeHWEe TTOPOTOBOTO YKCjIa 0a/UIOB OIIEHWUBAETCS UMU
KaK BaXKHbBI KpUTEpUN NUATHOCTUKM MMEHHO ITOTO
cuHapoMa [6].

Bo3sspamasces K 6ambHoit orleHKe CBCT, otmeTnM,
YTO OOJBIIMHCTBO MPU3HAKOB, BKIIIOUEHHBIX B TaOJIUILY,
XapakTepusyeT W3MEHEHUsI CO CTOPOHBI CKEeJIETHOM
cucteMbl, Tak uto 7 6ayuioB CBCT moxeT ObITh HaOpaHO
UCKIIIOUUTENIbHO 3a CYEeT TPU3HAKOB, BKIIIOUEHHBIX
B QJITOPUTM NHUATHOCTUKYU Map(aHOWIHOI BHEITHOCTH.
Tak mapdaHouOHAsS BHELIHOCTb, BKJIIOYAIOIIAS B ceOs
Takue TMPU3HAKKM KakK apaxHomakTuius (3 6amra), Kuie-
BUIIHAsI WJIM BOPOHKOOOpa3Hasi nedopmMaiiuu TpyaHoit
ki1etTku (2 m 1 6ajmi, COOTBETCTBEHHO), BaJibrycHasi
nedopmanmst cromnel (2 6amna), KoahGUIMEHTOB T0JI1-
xocteHomenunu (1 6ajut), corylacHO TTPUBEACHHON BbITIIE
Tabsuile, B cyMmMme gaeT 7—8 0ajtoB M MOXKET paccMaTpu-
BaTbcA Kak cBuaetebectso CBCT.

Takum oOpa3om, HoBas [eHTCKass HO30JOTUSI TIPU-
3HAET BEIYIIYI0 POJIb KOCTHO-CKEJIETHBIX MPU3HAKOB
B pAcCIIO3HAaBaHUU CUCHEMHO020 Oehexma cmpyKmypol
u yuKuuu coeduHumebHOU MKAHU KAK OpeAHU3MA
6 Ueaom, max u cepoeHo-cocyOUcCmoll cucmemyl, 8 4acm-
Hocmu.

Ha ocHoBaHMM M3JI0KEHHOTO, MOXHO YTBEpPXKIaTh,
yTo y Jnil ¢ MaphaHOUTHOW BHEITHOCTHIO, KOTOPYIO
paHee ObUIO TIPUMHSITO XapaKTepu30BaTh KakK (HEeHOTHT,
COTTPOBOKIAIOIINICS NI HAPYIIEHUSIMUA CO CTOPOHBI
CKEJIETHOW CUCTEMbI, MOTYT MMETb MECTO HapyIIeHUs
CTPYKTYPBI U (PYHKIIMY Pa3IMYHBIX BUCIIEPATbHBIX Opra-
HOB U CUCTEM.

Ecnu Haim paccyskieHust BEpHBI, TO MBI BITPABE OXKM-
naTh, 4to npu nepsuuHoMm ITMK, KoTopblil yacto coye-
Taercss ¢ MaphaHOUIHOW BHEUIHOCTHIO, CTPYKTypa
u pyuxkums DM cepaia OyayT HapyiieHbl B OOJbIIEH
crenenu, yem npu [IMK ¢ MUHUMAaTBHBIM YUCIOM Oaj-
noB CBCT. BnosiHe 00OCHOBAaHHBIM BBITJISIAUT TaKXKe
npearnonaoxeHue o Tom, uro npu [IMK ¢ 6osee TsxebiM
KIMHUYECKUM TeUeHUEeM OyayT OoJiee BhIpAXKEHBI TPU-
3Haku, xapakrepusytomne CBCT B nieiom u MB, B uact-
Hoctu. ECTh Bce OCHOBaHUS OXWIaTh, YTO NeMEKTHI

CTpYKTYypsl 1 ¢yHKINM DM cepaia, 0 KOTOPBIX KOC-
BEHHBIM 00pPa30M CBUIETEIbCTBYIOT TPU3HAKU, XapaKTe-
pusyone Map(paHOUAHYIO BHELIHOCTb, MOTYT CTaTh
NPUYUHON HApYyUIEHUN CUCTOJIUYECKOU W AracToInye-
CKOM (byHKIIMI cepalia U pa3BUTUSI BTOPUYHOM Kapauo-
muonatuu (KMIT). CymectBoBanue takoit KMIT y nuig
¢ TIMK, conpoBoxaammmuMcsl HapylIeHUsIMU CTPYK-
Typhl ¥ pyHKIIMKU DM, ipeacrasiisieTcst BecbMa BEpOSIT-
HBIM, TIOCKOJIBKY TOCJENHUI obecreynBaeT mepenavy
MEXaHUYEeCKUX YCWINHN, TeHEePUPYEMBbIX KapIUOMUOLIM-
TaMU, Ha TOJOCTU CepAla U U3MEHEHUS er0 CBOMCTB
MOTYT CHOCOOCTBOBaTh HAPYLIEHUSIM COKPaTUTEIbHOW
crocobHoctu cepaua [11].

B Haueit tabopatopuu ObLIM TPOBEAEHBI UCCIEA0BA-
HuU4 nanueHToB ¢ neppudHbiM [IMK ¢ ucnonb3oBanuemM
metoauku speckle tracking (rmokagpoBoe OTClEXUBAHUE
JBIXKEHUSI HEOQHOPOIHBIX «KPAlMHOK» B TOJIIIE MUO-
KapJa), KOTOPOe IMO3BOJISIET MOJYYUTh WHOOpPMALIUIO
O PErMOHAJIIbHOM CHUCTOJUYECKOW M AMACTOJUYECKOU
bynkuusx muokapna [12, 13]. Onpenenenue necdopma-
MM MUOKapAa, KakK H3BECTHO, IMO3BOJISIET BBISBISTH
paHHue npusHaku AucyHkuuu JIZK mpu crUCTEMHBIX
3a00JIeBaHUSIX, TPOTEKAIOLIUX C BOBJIEYEHUEM CEPACUHO-
cocynucrtoit cucrteMsl [14]. PesynasraThl 3TOTO MCCaeno-
BaHWS MOATBEPAW/IN BBICKA3aHHOE BBIIIE MPEANOJIOXKE-
Hue [15].

IMpu cpaBHenuu BoipaxkeHHoctTn CBCT B nByx kia-
crepax, chOPMUPOBAHHBIX B PE3YJIBTATE COOTBETCTBYIO-
1IEero aHaJu3a TPYyNIbl JUL] MOJOAOTO BO3pacTa ¢ Mep-
BuuyHbIM [IMK, ynanoces ycTaHOBUTB, UTO CpelHee 3Ha-
yenue OammoB CBCT B mepBoMm  KkJjactepe,
XapaKTePU30BaBIIMMCS MPU3HAKAMU HApYLIEHUS TIJI0-
OaJIbHOM W PETMOHAIIBHON COKPAaTUMOCTH, OBLIO JOCTO-
BEPHO BBIIIE, YeM Cpeld MalMeHTOB BTOPOTO KJIacTepa,
HE WMEBUIMX BBIPAXEHHBIX MMPU3HAKOB HapYILICHUS
COKpPAaTUTEJbHON crocobHOCTHU Muokapaa
(5,9%1,1 n 4,5%1,6, p<0,01).

Takum oOGpa3oM, MOXHO YTBEPXIATh, YTO Oa/uibHAs
oueHka CBCT MoxeT ObITh UCIIO/Ib30BaHa He TOJIBKO LIS
JNUATHOCTUKU cuHApoMa MapdaHa, HO U B KAUeCTBE KpU-
TEpUsi, TIO3BOJISIIONIETO OLIEHUTH G06.4e4enue cepoua Tpu
Ipyrux GuOPUITMHONATUSX, B TOM YUCIIE U TIPU IEPBUY-
HoMm [IMK. Ha pucyHke | Mbl HONIBITAIMCH TPEACTABUTD
OCHOBHBIE MMOJXO/Ibl, KOTOPBIE CJIETYET UCTIOJIb30BATh IS
OLIEHKU BOBJIEYEHUS ceplla Mpu Takux pubpuuIMHoOma-
tusix kak neppuuHbiii [IMK 1 MB. Kak MbI yxe oTme-
yanu, BbipaxkeHHOCTh CBCT MoxkeT XapakTepu3oBaTh
W JIOKJIbHBIE HApYUICHUS CTPYKTYpbl W (PYHKIIUMN
BDIUM. OgHako OlieHKa BOBJICUCHHS Cepllla He MOJDKHA
OTpaHNYMBAThCS JTUIIB TToacyeToM 6amuio CBCT.

Ha TtoM Xxe pucyHke Mmoka3zaHO, YTO ISl OLIEHKU
BoBJieueHUd cepaua npu nepsuyHom [IMK u MB cre-
JyeT YYUTHIBATb U Majible KPUTEPUU BOBJIEUYECHUS Cep-
JIEYHO-COCYIUCTOU CUCTEMBI, O KOTOPBIX Mbl YIIOMUHAIA
Boilie (tabn. 1). Kpome TOoro, o BOBJIeYEHUU cepAla
MOTYT, C Halllell TOYKU 3pEHUs, CBUAETEIbCTBOBATH
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u masble aHomasmu cepaia (MAC), KoTopbie TECHO KOp-
PEMPYIOT C KOCTHBIMU MIPU3HAKAMMU,, XapaKTEPHBIMU TSI
Bcell rpynmnbl pubpuumHonatuil. K HUM oTHOcsTCS,
TMMOMUMO PACIIMPEHUS] MarucTpaibHbIX COCYIOB, TIPO-
JIATICHI IPYTUX KJIaMlaHOB, aCUMMETPUST TPEXCTBOPYATOTO
aopranpbHoro kmamaHa (ATAK), MHOXeCTBeHHBIE
1 6a3aJIbHBIE JTOXKHBIE XOPAbI IEBOTO Xemyaouka (JIXJIK),
aHeBpU3Ma MeXKelyqoukoBoi neperoponku (AHMITIT)
1 OTKpbITOE oBajibHOE OKHO (OOO0) [16]. Hame npenro-
JIOXKEHUE O BO3BMOXHOCTH MCIIOJIb30BAHUSI TIEPEeUUCIICH-
Hbeix MAC B KauecTBe Mokasartessi BOBJICUEHUS Cepiiia
B M3BECTHOI Mepe MOATBEPKIAETCS JAHHBIMU O YacCTOM
BCTPEUaEMOCTH TIPOJIATICOB IPYTUX KJIATIAaHOB U JedheKTa
MeXITpeJAcepaAHON neperopoaku npu nepsuuyHom [MMK
[17]. C Hameii TOYKM 3peHus], HATMIUE HE TOJbKO TPO-
JIATICOB KJIATIAaHOB, HO W APYTUX BbIIIETIEPEUNCICHHBIX
MAC, Takke MOXET yKa3bIBaTh Ha BOBJIEUEHUE CEpIia
B TIATOJIOTUYECKUIL TIpotiecc 1, yeM OoJibine Takux MAC
BBISIBJISIETCS Y MauueHTa ¢ nepBuuHbiM [TMK, Tem Gonee
BBIPAKEHHBIM SIBJISIETCST BOBJIEUEHUE Cep/lia.

Haxkonern, BaxHy0 WH(pOpPMALWIO O BOBJICUEHUU
cepaua npu nepsuyHoM [IMK MoryT mate pesyabTaThl
KJIMHUYECKOTO 00cieioBaHus1. Peub UIeT 0 4acTo BBISIB-
JisieMbIx ipu iepBuaHOM [IM K HapyiiieHusIx cepaeyHoro
pUTMA U MPOBOIUMOCTHU, HAPYIIEHUSIX MPOIIECCOB Pero-
ngpuzaunu Ha DK mokost u/wim HArpy3ku, a Takke
HapYIIEHUSIX CUCTOJIMYECKON U TUACTOINYECKOM (PyHK-
it cepaua [15].

Emie oqHUM MHCTPYMEHTOM JUTSI OLIEHKM BOBJICUEHUST
cepaua npu nepsuaHoM [IMK mMoxeT ObITh aHATU3 KOH-
uentpauun TGF-Bf1 u TGF-B2 B chIBOPOTKE KpPOBM.
YpoBHU TGF—Bl u TGF—B2 B CBIBOPOTKE KPOBU B IpyIine
gul, ¢ nepBuyHbiM [IMK Obl1, MO HalmIMM JaHHBIM,
JIOCTOBEPHO BBIIIE, YeM Yy TMAaIMEHTOB KOHTPOJIbHOM
rpyrmmer (15,2+12,3; 9,3%7,7, p<0,004 u 3,0x1,9;
2,5%1,2 p<0,04, coorBercTBeHHO). ComocTaBiIcHNIE
ypoBHeit TGF-B1 u TGF-B2 B chiBopoTKe KpOBU Y JINI]
¢ nepBuyHbiM TIMK, uMeIOIIMX CHUXEHHYIO M HOP-
MaJIbHYI0 CHUCTOJWYECKYIO TPOAOIbHYI0 aehopMaluio
(1-#1 1 2-#1 knacrepsl), MOKA3aj10, YTO CPeIr MAlMeHTOB
CO CHIKEHHOU aedopmaliueil MUoKapjia TOBBIIIEHUE
TGF-B1 u/unu TGF-B2 BISIBASIIOCH JOCTOBEPHO YalLIE.

DTU NaHHBIE TTO3BOJISIIOT YTBEPXKIATh, UTO TOBBIIIE-
nue koHueHtpauun TGF-B1 u TGF-B2 B cpiBOopoTke
KPOBU TaKKe€ MOXKET UCITOIb30BaThCS KaK OIH U3 Map-
kepoB BosneueHust DLIM cepaiia.

CyMMUpYysl BBIIIEU3TOKEHHOE MOXKHO 3aKJTIOUYUTh,
YTO IIJIST pellleHusI 0 BoBJIeueHUM cepama rpu ITMK ce-
JIyeT TIPOBOUTH UCCIIEIOBAHUS TIO TISITU HATIPABJICHUSIM:
TOJICYET OAJITIOB CUCTEMHOTO BOBJICUEHUST, MAJTBIX KPUTE-
pVIE€B BOBJIEUEHUSI CEp/lla, YMCIa U XapaKTepa MaJlbIX
aHOMaJIM cepaua, IOBBILIEHUE YPOBHS TGF—[?)1
u TGF—B2 B CbIBOPOTKE KPOBM, NAaHHbIE KJIMHUYECKOTO
obcnenoBanus (puc. 1). PemieHue Bompoca o BO3MOX-
HOCTU WCIIOJIb30BAaHUSI TTPU3HAKOB HAPYIIEHUST COKpa-
TUTEJbHOU CITOCOOHOCTY Cceplia sl OLIEHKU ero BOBJIE-

Tabnuua 2
BannbHag oueHKa CUCTEMHOro BOBJIEYEHUS
COeAVHUTENIbHOW TKaHu

Mpr3HaK CUCTEMHOrO BOBNEYEHUS CoeanHuTensHo — Bann

TKaHM
CvimnTom 3anscTbs W 6o/bworo nansua

CumnTom 3ansacTba U 6onbLuoro nanbua
KnneBvpgHas pedopmaums rpyaHon knetkn

e < = -
- N = W

BopoHkoobpasHas aedopmauyis rpyaHoin KneTku
NN aCUMMETPUS TPYAHON KNETKM

BanbrycHas nedopmaums CTonbl
Mnockoctonue

MHeBmMoTOpPaKC

OKTa3ns TBEPAON MO3roBOi 060/104KM
MpoTpy3uns Ta3o6epeHHOro cycTasa

= C B

o
EAN S OB SR

YMEHbLLEHHOE OTHOLLEHWE BEPXHErO CerMeHTa
K HUXHeMy W yBennyeHHoe OTHOLLEHWe pa3maxa pyk
K POCTY NPU HETSKENOW CTENEHW CKONMO3a

11.
12.
13.

Ckonvo3 nnm TopakoniombanbHbli knho3
HenopasrnbaHue NoKTeBoro cycrasa

Jnuesble npusHaky (ot 3/5) — 1 (ponanxouedanms,
3HOMTaNbM, CKOLLEHHbIE BHU3 MMa3Hble Lenu,
rnonnasus CKyaoBbIX KOCTEW, PETPOrHaTus)

14.
15.
16.

KoxHble cTpum
Mwuonus > 3 guonTtpwii

Mponarc MUTpanbHOro knanaqa

YeHUs TpedyeT MPOBEAEHUS JOMOJHUTEIbHBIX UCCIIEN0-
BaHUM.

OTMeTuM, 4YTO cpeau OOCIeNOBAaHHBIX HAMU JIUIL
MOJIOOTO Bo3pacTa ¢ nepBudHbiM [IMK mainbie kpute-
pUU BOBJIEUCHUSI CEPACUHO-COCYaUCTOM cuctemsbl ([eHT-
ckue Kputepuu 1996 1) He BbIsBIsUIMCH. HampoTtus,
MAC 0blTM BechbMa pPAacIpOCTPAHEHBI CPenyM HAIIUX
UCTIBITYeMbIX. JlaHHbBIE, TIOJyYeHHBbIE TIPU CPAaBHEHUU
yrcia MAC B IByX BBIIIEYTIOMSIHYTHIX KJIacTepax TMaru-
eHToB ¢ nepBuyHbiM [IMK, monrBepxmaroT BO3MOXK-
HOCTb MX HCTOJIb30BAHUS i1 CYXIEHUS O BOBJICUEHUU
cepaua nipu [IMK. B knactepe maueHTOB C MEPBUYHBIM
IMMK wu mpusznakamu BropuyHoit KMIT umncio MAC
0Ka3aJoCch JJOCTOBEPHO BHINIE, YEM BO BTOPOM KJacTepe
W KOHTPOJBHBIX rpyrmax (5,1+1,2; mpotus 4,4+1,3;
p<0,02; u 5,1 mporuB 2,3*1,3 p<0,00001, cooTBeT-
CTBEHHO).

HenaBHO Hamu ObUIM MOJIyYEHBI HE MEHEE BaXKHBIE
JAaHHbIE, CBUJETEIbCTBYIONINE O BO3MOXHOCTU OILIEHKH
BOBJIeUeHUs cepaua y Jui ¢ MB Ha ocHoBe GaibHOM
ounenkn CBCT u aHanm3a Majblx aHOMaJIMil cepalia.
bbulo MpoBeaeHO MUJIOTHOE UCCAENOBaHUE ABYX TPYMIT
MpPakTUYECKU 3A0POBBIX JIMI[ MOJIOJOTO BO3pacTa
o 12 yenosek B kaxnoii [ 18]. CpenHuit Bo3pact maimeH-
TOB 00euX TPYII cocTaBui 19,9%1,5 net, 1 OHU HE OTJIM-
YaJIUCh TIO TEHJEPHBIM TIpU3HaKaMm. B mepByio rpymmy
(MB+MAC) 0butn BKIIIOYEHBI Jinila ¢ MaphaHOUTHON
BHENTHOCTHIO W OOJIBIINM YnciioM (4 1 GoJiee) KITMHUYe-
cku 3HaunMbix MAC. M B nuarHoctupoBaiach ¢ UCTIONb-
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BBICOKWUI IIOKA3ATEJIb CUICTEMHOT'O
BOBJIEYEHWSI (5 u > 6amnos, B, Loeys et al.,2010)

BOBJIEYEHUE
3IIM

Knunnxa

*apuT™Mun

*HIIP na 9KT noxos
n HaI‘py3KII
*Hapyimenns cucTorn.
u uacTon. GpyHKImit

CEPIIIA

Maribie KpuTepun BoBjIeYe-
HIA cepplia *pacipeHue
MV PacCIOeHNe IPYIHOI
WMt GPIOIIHOI A0PTHI
*pacumpenue CTBoIa
JIErOYHOI apTepun jo0 40 et
*pubpokanpruros MK

IToBbIeHne KOHIIEH-
tpauyn TGF-$
B CBIBOPOTKE KPOBH

Marbre aHOMaMNM cepaLa
*IIpornaricel KTallaHOB
TK,Ao,JIA

*ATAK

*000

*AHMIIIT
*MuoxxectBeHHbIe JIXJDK

Puc. 1. OueHka BOBNEYEHS 9KCTpaLeioNsipHOro maTpukca cepaua npy NMMK n mapdaHonaHoR BHEWHOCTH.

30BaHMEM MSITKUX KPUTEPUEB: YEThIpe W 0o0Jiee MaJbIx
CKEJIETHBIX MPU3HAKOB MPU HAIUYUU OJHOTO M3 KO3b-
(bUIIMEeHTOB MOJMXOCTEHOMENIUU, XOTS OBl OJHOTO
U3 CUMIITOMOB apaxXHOMAKTUIUU W JaXe HeOOJbIIoi
nedopmanu rpyaHoit kietku 19]. 3naunmbimu MAC
cuntanu IxoKT-mpuzHaku TposabupoBaHus CTBOPOK
TPUKYCTIUIAJILHOTO, A0PTAJIbHOTO KJIATIaHOB, aHEBPU3MY
MEXITpeICEPIHON TTEPETOPOIKU, BHIPAXKEHHYIO acCUMMe-
TPUIO AOPTAIBHBIX TOTYJYHUN W HaJIU4Me TpeX u Oosiee
JoxHbIX xopa JIZK. B KOHTpOJIbHYIO TPYIITY BKIIOYAIUCH
JIiIla, WMEBIIIME He OoJiee NBYX BHEIIHUX TMPU3HAKOB
IU33MOpUoreHe3a u MUHUMaibHoe urcio MAC, He acco-
munpoBaHHBIX ¢ HHCT (emmHWYHBIE BepXylIcUHBIC
JIOXHBIE XOPIbl WIM aHOMaJibHbIe Tpabekysbl). Bcem
006cemoBaHHBIM TTpoBoaack DxoKI B 2D, momiepos-
CKOM U 1IBETHOM M-pexume.

PesynbTaTel cpaBHEHWSI JAAHHBIX OTHOCUTEIBHO
pEeTMOHAJILHOW COKPATUTEIbHOUW CIOCOOHOCTH MUO-
Kapjaa JieBoro xenayaouka B rpynne MB+MAC
U KOHTPOJbHOU TPYTIThI MO3BOJWIN BBISIBUTH pa3yiu-
yust B ckopoctu aedopmanuu (CJ) muokapna. Cra-
TUCTUYECKU 3HAYUMOE CHUXKEHUE MOCJEIHENH MMETO
Mecto y suir ¢ MB+MAC. Tak, paguansHas CJI cpe-
JTUHHOTO CeTrMeHTa OOKOBOW CTeHKHM ObLia paBHA
1,36+0,34 u 1,88+0,40, coorBercrBeHHO (p<0,01),
panuanbHas CJI cpeAWHHOTO CcerMeHTa 3aJHeil
crenku — 1,39+0,30 u 1,98%0,26 (p<0,0009).

Takum oO0Opa3oM, MMOJTyYeHBI TIpeNBapUTEIbHbBIC
JIaHHbIE O BO3MOXHOCTH YXYAIIEHUS PeTMOHAILHOM
COKPATUTENIbHOU (YHKIMMU MUOKapla B PazIMIHBIX
OTJeJIax JIEBOTO XeJyoukKa y JJUI] MOJIOAOTO BO3pacTa
¢ MB u MAC 1o cpaBHEHUIO ¢ KOHTPOJbLHOUW TPyT-
Moii, KOTOpO€ MbI paccMaTpuUBaeM KaK pe3ybTaT
BOBJIEUEHUST CepIlla, COTPOBOXIAIOIINNICS Hapyllle-
HUSMU CTPYKTypbsl u dyHkuuu DM cepnma. Dtu

JaHHbIE TIOATBEPXIAIOT BO3MOXHOCTH 3aIMOI03PUTh
BOBJIEUEHUE CepJlia y MPAaKTUUYECKU 3MO0POBBIX JIUIL
MOJIOJIOTO BO3pacTa ¢ MaphaHOUIHON BHEUTHOCTHIO
Ha OCHOBE aHajJiM3a CaMUX CKEJeTHBIX TPU3HAKOB,
COOTBEeTCTBYWOINX BhicokoMy Oaty CBCT u MAC.

Pestomupys, cnemyer emie pa3 MOTYEPKHYTh, 4TO
TPeTOXKEHHBIN aBTOpamMu repecMoTpa [eHTcKoit Ho30-
Jjorun noaxon K oneHke CBCT, MoXeT OBITh MCITOIb30-
BaH TaKKe 1 B KAYECTBE MHCTPYMEHTA JIJIST OLIEHKY BOBJIE-
YeHUsI KOHKPETHBIX OPTraHOB W CHUCTEM, B YaCTHOCTH,
cepaua. Takas olleHKa, ¢ Hallell TOUKU 3pEeHUsT, BeCbMa
TEepCIIeKTUBHA U MOXET UMETh OTIpe/ieIeHHOEe KITMHUYe-
ckoe 3HaueHue. ToT (hakT, 4To CeromaHst pojib BOBJICUCHUS
cepaua nipu MB ocraercsi HeIOOlLIEHEHHOM, TOATBEpP-
JKIaeTcsl pe3yiabraTaMu MCCIIEAOBAHUI, TOJTyYeHHBIMU
B Hallleif 1TabopaTopuu 3a MOCIeTHUE TOMIbI.

Oxaszanoch, yto MB y nuu monomoro Bo3pacrta
XapaKTepu3yeTcsl HapylIeHUsIMU BeTeTaTUBHOW pery-
JISIIUU CEPAEYHOTO PUTMA U PA3BUTUEM KJIMHUYECKU
3HauuMbix aputmuit [10]. Beimo mokazano, uTo
y MamueHTOB co cTabmibHBIM TedueHueM MBC n MB
noBbiieH puck pasputus @OIT [20], a MB y nun
MOXMJIOTO BO3pacTa MOXKET paccMaTpuBaThCS Kak
MPEAUKTOP Pa3BUTUS KAIbIUOUIIUPYIONIETO CTEHO3a
aoprtsl [21].

Takum obpaszom, OamnbHas oneHka CBCT moxker
WCTIONIb30BaThCSl HE TOJBKO B Y3KO TPUKIATHBIX IIEJISIX
JMUAarHOCTUKKM cuHApoMa MapdaHa, HO W IS OLIEHKU
BBIPAXXEHHOCTH BoByiedeHUsT DIIM paznuyHbIX opraHoB
u cucteMm. O1leHKa BOBJICUEHUST Cep/lla TIpu 00cienoBa-
Huu aul ¢ nepsuyHbiM [IMK 1 MB nomkHa BKiItoYaTh
B ce0s He TonbpKo moacueT 6ammoB CBCT, Ho u apyrue
TTOAXOMbI, TIPEATIONATAONINE aHAIM3 MaJIbIX KpUTepueB
BOBJICUCHUSI, yKa3aHHBIX B [eHTCKOI Ho3omorun 1996 T,
BoissBiieHue psina MAC, cesizannbix ¢ HHCT u pesynbra-
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TOB KJIMHMYECKOTO obOcnenoBaHus. [lpenBaputenbHbie
JTAaHHBIE CBUIIETEIBCTBYIOT O TOM, UYTO B KOMILIEKCHOM
OlIEHKE BOBJICYEHUSI Cepjila UCCIEAOBaHUSI CHIBOPOTOU-
Hoii koHueHTtpaiuu TGF-B1 u TGF-B2 Takxke moryr
0KAa3aThCsT BECbMa TOJIE3HBIMU.

Hcnonb3oBaHMe BCero KOMITIEKca TaHHBIX, TTO3BOJISI-
IOIINX OIIEHUTH CTETNEHb BOBJICUEHUS CEpJlia TIpU Tep-
puaHoM [IMK 1 MB®, oTKphIBaeT, ¢ Hallleit TOUKH 3pe-
HUSI, TIEPCTIEKTUBY [UTS JAJTbHEUIIIeTO N3yYeHUsI «TUCTLIA-
CTUYECKOTO CepJlia», HAMOJHSS 3TO TOHITHE
KOHKPETHBIM cofiepxkaHueM. Ham mipencraBisieTcst, 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) 1 and 2.
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