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Hacnedcmeennole napywenus coedurnumenvhoti mxanu (HHCT) — eenemuuecku u KAuHu4ecku pasHopooras epynna 3a004e6anuii, 00s-
e0UHeHHAs! 00UHOCMBIO BPONCOCHHBIX HAPYUIEHUL BONOKHUCIBIX CIPYKMYD COeOUHUMEAbHOI MKaHU. Jlon20e 8peMst U3 6ce20 KAUHUYEeCKO-
20 mHoeooopazus HHCT 6 cgpepe enumanus meduyunckoi odbuecmeeHHOCMU HAX00UAUCH AUWb OUGDepeHUUPOBaHHble MOHOEHHbIe CUH~-
dpombl, umerujue coenaco8anHvle peKkomernoauyuu no ouaeHocmukxe. MuoeouucaenHbvle Hekaaccuguuyupyemvie Gopmbvl NAMOA0UU
(Oucnaacmuueckue gheHomunbvl) He NPUHUMAAUCH 80 BHUMAHUE NPU OUEHKe UHOUBUOYANbHOO NPOSHO3A U ONpedeseHul AeueOHOl maKmu-
Kxu. Omcymemeue wemkoi degunuyuu u ymeepicoeHnoeo areopumma ouaenocmurxu HHCT 3ampyousno uzyuenue ux ucmuHHoU pacnpo-
CMPAHEHHOCMU 8 NONYAAUUU, CONOCMABACHUE AUMEPAMYPHBIX OGHHBIX U KOHCMPYKMUGHOE 00CYHCOeHUe PA3HO0OPA3HbIX HAYHHBIX U NPAK-
muueckux achekmog 3moil namoaoeuu. I[lonsimka cucmemamusayuu omoeavhsix Kaunuueckux eapuanmoe HHCT u gopmyauposiu
ux duasHocmuueckux kpumepueeg Gvina npednpunsma é Hayuonanvhoix pexomendayusax komumema sxcnepmos Beepoccuiickoeo Hayuno-
20 00wecmea Kapouonoeos, npunamoix ¢ 2009 e. u nepecmompennwvix 6 2012 2. B cmamoe npugedenvt cogpemeHHble NPeOCMAagAeHusi 0 HO-
menxnamype HHCT, paccmompensi duaeHocmuueckue Kpumepuu Kak KAACCUGUUUPYeMbIX MOHOLEHHBIX CUHOPOMO8 (cundpomsl Mapgana
u Inepca—/Jannro, MASS-gpenomun, nepeuutslii NPoAanC MUMPAAbHORO KAGNAHA, CUHOPOM 2UNEPMOOUALHOCIU CYCMABO8), MAK U He-
Kaaccuguyupyemoix oucnaacmuyeckux genomunog (MASS-nodobubiii heromun, mapparnoudnas eHewHocmo, 31epcono00OHbLL heHomun,
dobpokauecmeennas eunepmobUAbHOCMY Cycmaeos, Hekaaccuguuyupyemotii penomun). Ilepeuucaennvie namoaoeuveckue coOCMOosHUS
npedcmaegnenbl 6 8uUoe HenpepbiBHO20 NePeUHsi, COCMABAEHHO20 NO Mepe YMEHbUEeHUS. KAUHUYECKOU 8bIpaNCEHHOCIMU UX NPOAGAEHUI U NPO-
2HOCMuUYecK020 3Haverus (penomunuveckuii konmunyym no M.J. Glesby u R. E. Pyentz): om moHo2eHHbIX CUHOPOMO8 uepe3 OUCHAACmU-
ueckue gpeHomunsl K Hekaaccuguyupyemomy genomuny. Ilooduepixrymor mpyonocmu kaunuueckoi udenmugpuxayuu HHCT, ceszannovle
¢ HeCneuu@uUUHOCHbIO BHEUHUX U BUCUEPANbHBIX MAPKEPOS «CAADOCMU» COCOUHUMENbHOU MKAHU U ONPeOeNeHHOU YCA0BHOCHIbIO OUACHO-
cmuueckux Kpumepues. Ompaxcenvt OUCKYCCUOHHbIE 80NPOCHl OUACHOCMUKU U MPAKMOBKU KAuHu4eck020 3HaueHus: omoeavhvix HHCT.

Karoueevte cao6a: nacredcmeentvie HapyueHUus coeOUHUMenNbHol mxkauu, cunopom Mapgana, cunopom Inepca—Jllanno, MASS-gernomun,
NpoAaNc MUMPANbHO2O KAANAHA, 2UNEPMOOUALHOCMb CYCMAB08, OUCNAACMUYeCKUe CUHOPOMbL U (heHOmUNbL, HOMEHKAAMYpa, OuazHoCmu-
Ka, penomunuueckuii coeOUHUMeNbHOMKAHHbLI KOHMUHYYM
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Hereditary connective tissue disorders (HCTDs) are a genetically and clinically diverse group of diseases, which encompasses common
congenital disorders of fibrous connective tissue structures. Out of the whole variety of the clinical manifestations of NCTDs, only differenti-
ated monogenic syndromes with the agreed guidelines for their diagnosis have been long the focus of the medical community’s attention.
Many unclassified forms of the pathology (dysplasia phenotypes) have been disregarded while assessing a person’s prognosis and defining
treatment policy. With no clear definition of NCTDs or their approved diagnostic algorithm, it is difficult to study their real prevalence in the
population, to compare literature data, and to constructively discuss various scientific and practical aspects of this disease. Efforts to system-
atize individual clinical types of NCTD and to formulate their diagnostic criteria are set forth in the All-Russian Research Society Expert
Committee national guidelines approved in 2009 and revised in 2012. The paper gives current views on the nomenclature of NCTDs, con-
siders diagnostic criteria for both classified monogenic syndromes (Marfan's syndrome, Ehlers—Danlos’ syndrome, MASS phenotype, pri-
mary mitral valve prolapse, joint hypermobility syndrome) and unclassified dysplasia phenotypes (MASS-like phenotype, marfanoid ap-
pearance, Ehlers—Danlos-like phenotype, benign joint hypermobility syndrome, unclassified phenotype). The above abnormalities are
presented as a continuous list drawn up in the decreasing order of the degree of their clinical manifestations and prognostic value (the phe-
notypic continuum described by M.J. Glesby and R.E. Pyentz): from monogenic syndromes through dysplasia phenotypes to an unclassified
phenotype. Emphasis is laid on the clinical NCTD identification difficulties associated with the lack of specificity of external and visceral
markers of connective tissue asthenia and with the certain conventionality of NCTD diagnostic criteria. Debatable problems in the diagnosis
and interpretation of the clinical significance of individual NCTDs are represented.
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Beepnenue

B nocneaHye roabl 00JbIIYIO HAyYHYIO U TTPAKTUYECKYIO
3HAYMMOCTh MproOpesa nmpodieMa HacaeICTBEHHBIX Hapy-
meHuit coenuHutenbHoii TkaHu (HHCT). M3BecTHbIe
MO MHOTOYMCIICHHBIMA HAWMEHOBAHUSIMU. <«TUCIIIA3MS
COEIMHUTEIIEHOM TKaHW», «BPOKIECHHAS Me3eHXUMATbHAS
HEIOCTaTOYHOCTh», «CUHIPOM COEMUHUTETbHOTKAHHOM THC-
ia3un», «“caabocth” coeauHMUTeNbHON TKaHu», HHCT
TPENCTABISIOT COO0I TeHETUYECKU U KIIMHUYECKM Pa3HO-
POIHYIO rpyMITy 3a00J1eBaHU, 00beAMHEHHBIX OOILIHOCThIO
BPOXIEHHBIX HAPYIIICHWIA COeTMHUTEIEHOM TKaHH, TIPEXKIIE
BCEro €€ BOJIOKHUCTBIX CTPYKTYp. OTCYTCTBYE YeTKOM Aedu-
HUIIAY ¥ IPUHSTOTO aJITOPUTMA TUATHOCTUKM 3TUX COCTOSI-
HUI 3aTPYIHSUIO M3ydeHNe MX NCTUHHOM pacIpoCcTpaHeH-
HOCTH B MOITYJISILINU, COMTOCTABJICHUE TUTEPATYPHBIX JAHHBIX
1 KOHCTpYKTHBHOE obcyxaeHue npoodsemsl HHCT, B Tom
YUCIie ¥ Ha MEXIyHapOITHOM ypoBHe. IlepBast ToTbITKa Cu-
cTeMaTU3allMK OTAEJIbHbIX KIMHMYecKuX BapuaHtoB HHCT
1 (pOPMYITMPOBKY MX TUATHOCTUYECKMX KPUTEpHEeB OBLIa
npennpuHgTa B HalmoHambHBIX peKOMEHIAIMSIX KOMUATETA
3KcrnepToB Beepoccuiickoro HayyHoOro o0l1iecTBa Kapauo-
JtoroB, MpuHATHIX B 2009 . [1] u nmepecMoTpeHHbIX B 2012 T.
[2]. ITo 3ambiciy pa3pabOTYMKOB peKOMEHIAIIMHY MPU3BAHbI
00eceunTh MPaKTUUECKUX Bpayeil eMIMHO TEpMUHOJIOTUEN,
HMICOJIOTHEN TIOHMMaHUS W METOHOJIOTHE IMarHOCTHKU
HHCT u ycTpaHUTh TOT «HAyIHO-IPAKTHIECKUI Xaoc» [3]
B 00OOIIEHNY HAKOIUICHHBIX HAYYHBIX JAHHBIX, KOTOPBIA
CYILIECTBOBA B Halllei CTpaHe 10 HEeIaBHETO BPEMEHU.

Knaccuthukauus HacneAcmBEeHHbIX HapyweHul

COEAuUHUMenbHol MKaHu

B cooTBeTCTBUM C COBpeMEHHBIMU MPEACTABICHUSIMU
MNpuHATO BbIAEAATH 2 Katreropun HHCT. knaccudunupy-
eMble (MMEIoLIMEe COIIaCOBaHHbBIE PEKOMEH ALY 110 AUa-
THOCTHKE) U HekjaaccubuupyeMble (IUCIIAaCTUYECKUE
deHotumnsl). CoriacoBaHHbIE PEKOMEHIAIUHU 10 JUarHo-
CTUKE UMEIOT MOHOTEHHBIE CUHIPOMBI, O0YCIOBJICHHbBIE
MyTaleil TeHOB OeJKOB BHEKJIETOYHOTO MaTpUKca, pe-
LIENITOPOB POCTOBBIX (DAKTOPOB Y MATPUKCHBIX METAILIIO-
MpoTerHa3 U BHECEHHbIE B 6a3y JaHHbIX Online Mendelian
Inheritance in Man (OMIM) HanuoHanbsHOro 1eHTpa
10 BompocaM OuoTexHoJornyeckon nHpopMmauuu. K Ha-
crosiiieMy BpeMeHu yucio kiaaccubuuupyeMbix HHCT
jpocturaet 256 [4], Hauboee U3BECTHBIMU Y KJIMHUYECKHU
3HAUMMBIMU M3 HUX SBISIOTCS CUHApoMbl MapdaHa
u Onepca—Manio, MASS-deHOoTHII, NEPBUYHBII MpoJarc
MUTpPaJbHOrO KJjlalaHa, CUHIPOM TUIEPMOOUIBbHOCTHU
CyCTaBOB.

Hexknaccupuuupyembie HHCT umeror myibTugax-
TOPUATBHYIO TPUPOY U HE MOJIXOIAT MO/ COTJIACOBAHHBIE

KPUTEPUU TUaTHOCTUKM. B moBceaHEeBHOIM ITpaKTUKE OHU
BCTPEYalOTCs ropasno yalle, uX KIMHUYECKOe MHOr000-
pa3ue CUCTEeMaTU3UPOBAHO B CJEAYIOIIME BapUaHThI:
MASS-nono6HbIi peHoTH, MapdaHOUIHAS BHELIHOCTb,
3JIepCOnOA00HBIN (heHOTHUM, N0OpOKaUeCTBEHHAs TUTIep-
MOOMJIBHOCTb CYCTaBOB, HEKJIACCUGDUIIMPYEMbIil (heHOTHIT
Y TIOBBIIIIEHHAsI TUCIIacTUYecKas cturmaTtu3anms. [lep-
Bbl€ JIBa M3 HUX (DEHOTUITMYECKN HATIOMUHAIOT CUHIPOM
Mapdana, aBa ciaeaywolye 0JU3KU CUHAPOMY Diepca—
[anno, He oTBeyass MOJHOCTbIO KPUTEPHUSIM JuMarHosa
YKa3aHHBIX COCTOSTHUM.

B oCcHOBY KIIMHWYECKOI TMarHOCTUKM KaK Kjiaccudu-
LMpyeMbIX, Tak 1 Heknaccuduuupyembix HHCT monoxe-
Ha COBOKYITHOCTb BHEIITHUX Y BUCIEPATbHBIX (PEHOTHUITHN -
YECKUX MPOSIBIIEHUM «C1ab0CTH» COEAUHUTETbHON TKaHU
(tabu. 1). KonuyecTBo 1 xapakTep BbISIBJCHHBIX TPU3Ha-
KOB Y KOHKPETHOTI'O MalleHTa MO3BOJISIIOT AUArHOCTUPO-
BaTh TOT WM WHOW BapUaHT COEAMHUTEIHbHOTKAHHOM
MaTOJIOTU M.

Cunppom Mapthana

Cunapom MapgaHa — ayTOCOMHO-IOMUHAHTHas Ma-
TOJIOTHSI, B OCHOBE KOTOPOW JiexXaT MyTallMu reHa ¢u-
opuwumHa-1 (FBNI). ®uOpWIIHH COCTaBISIET OCHOBY
3JIaCTUYECKUX BOJIOKOH; €r0 0COOEHHO MHOTO B MEXKKJIE-
TOYHOM MAaTPUKCE COCYIMCTON CTEHKHU, CBS3KaX, aHATO-
MMYECKUX CTPYKTYpax IJa3HOro si6joka. MyTaiuu reHa
FBN I npuBOISIT K HEMOJIHOLIEHHOCTU (DPUOPUJIIMHA U Ha-
PYIICHUIO apXUTEKTOHUKHA M (DYHKIIMU TIePEUNCICHHBIX
opraHoB u TkaHeil. [IpumepHo B 1/4 ciydyaeB CUHAPOM
MapdaHa BO3HUKAET B pe3yjIbraTe HOBBIX MYTaIIHiA.

Hecmotpst Ha oueBUIHBIE yCIIEXW MEAMKaMEHTO3HOM
Tepary U XUPYPTUYECKUX METONOB JICUCHUsI, CUHAPOM
MapdaHa mpomosKaeT IMPenCcTaBiIsTh CEPhe3HYIO IPO-
OJieMy B CBSI3U C PUCKOM PACCIOCHUSI aOPThI, yTPoXKalo-
IIET0 MO KpaifHel Mepe KaXIoMy HeCSITOMY OOJIbBHOMY
B Bo3pacTe 10 40 yer [5]. YcTaHOBIEHME MaTOreHETUYE-
CKOil ponu TpaHchopmupyloliero dakropa pocta-
(TGF-p) no3Boauio Jiyyiie MOHSATh MPOUCXOXACHUE U3-
BECTHBIX KIIMHNYECKUX MPOSIBJICHUI cuHapoMa Mapdana
1 0003HAYUTh HOBBIE ITEPCIIEKTHBEI KOHCEPBATUBHOIO
JIeYeHUsI TaHHOM IMaToJIOTMH ¢ pUMeHeHneM (apMaKko-
JIOTMYECKUX CPEICTB, YMEHBIIAIOIIUX KOHIEHTPAIIUIO
TGF-p [6-8].

HuarHoctuka cuHapoma MapdaHa ocHoBaHa Ha [eHT-
ckux kputepusix (Ghent nosology, 1996, 2010 1), B mocen-
Hell BepCHY KOTOPBIX ObLTO OTMEHEHO JieJIeHUe Ha OOJIblie
U MaJible MPU3HAKU, UCKITIOUEH Psi MaJIbIX IPU3HAKOB [9].
OnHoBpeMeHHO ObUIO BblIEJeHO 2 Haubosee crienuduy-
HBIX TpU3HAKa — MWIaTalusl /Wi pacclioeHUue aopThl
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Ta6muua 1. ITpusnaxu HHCT[1, 2]
Buenmmue HHCT

Kocmmyie:

* KuiieBUIHasH eopMalysi FpyaHOM KIETKH;
BOPOHKOOOpa3Has techopManusi TpyIHON KIIETKU;
JIOJTMXOCTEHOMEITHST;

apaxXHOMAKTHJIVSI;

CKOJIMO3 WJIU CTIOHIMJIOJIHICTE3;

K103 uim KuhocKoIno3;

orpaHuWYeHue BhINPsIMIEHUs JJOKTS 10 170° u 6oJee;
MPOTPY3Ust BEPTIIYXKHOI BITaJIMHBI JIIOOO CTEIEHH;
BBICOKOE apKOBUIHOE HEOO;

* necdopManuu yeperna: [oauxonedanus, SHOMOTaTbM, aHTAUMOHTOJIOMTHBII

paspes a3, TMNoIuia3usl CKyJI0OBbIX KOCTE!, PEeTPOrHATHSI;
* HapylIeHNe POCTa U CKYYeHHOCTb 3y0O0B;

* npsiMasi crivHa (OTCyTCTBUE (PM3UOJOTMYECKMX U3TMOOB MO3BOHOYHMKA);

* TIOBBIIIEHHAS IOMKOCTb KOCTEMN.

Koowcnote:
* MOBBbIIIEHHAas (> 3 cM) PaCTSKUMOCTb KOXU;
* TOHKasl, JIETKO PaHUMasi KOXa,

* atpoduryeckue cTpuu (He BbI3BaHHBIE OXKMPEHUEM WM OEPEMEHHOCTHIO);

* Gapxarucrasi KoXa 3a CUeT OOMIINST IyIKOBBIX BOJIOC;
* LIMpOKMe aTpoduyeckre pyolibl MO TUITY MAMPOCHOW OyMaru;
* KeJIOWIHbIE PYOIIbI.

Mpvumeunvie:
* MblllI€YHast TMIIOTOHMS U/WIX TMIOTPodus;
* TPBIKM M MIPOJIATICHI OPTaHOB U/WJIH TIOCJIEOePAIMOHHBIE TPBIXKU.

Cycmagnute:

rMnepMoomIbHOCTD cycTaBoB (1o P. Beighton);
BaJIbTyCHas iechopMaIiust CTOIIBI;

MPOJIOJIBHOE /WK TIONePeYHOE TIOCKOCTOIHE;
CIIOH/INJIES;

MIPUBBIYHBIE BBIBUXU, TIOIBBIBUXH.

Thaznvie:

MTOJIBBIBUX XPYCTAINKA;

Muonus (3 AMONTpUU U 6oJee);

roJy0bie CKIIEpHI;

aHOMAJIbHO IIIOCKAsi POrOBUIIA;

yBeJIMYeHUE JJIMHHOM OCH TJIa3HOTO SI0JI0Ka;
TUIOTIA3US PAILY>KHOM 000J0UKY;
SIUKAHTYC

M 3KTOMUS XPYCTaIMKa, W TIpeUToKeHa OaJlibHas OlleHKa
OCTaJIbHBIX TTPU3HAKOB JIJISI pacyeTa CTereH CUCTEMHOTO
BOBJIEUEHUSI COEAUHUTENIbHOI TKaHU (Tabna. 2). B orcyr-
CTBHME CEMETHOTO aHaMHe3a TarHo3 cuHapoma Mapdana
MOXET OBbITh YCTAHOBJICH TIPU PACHIMPEHNU KOPHS a0PThI
U 9KTOTIMU XpyCTaJIMKa JIMOO TIPU COYeTaHWUY paCIIMPEHMUsI
aopThI ¢ MyTalMent reHa FBN I v ¢ COBOKYITHOCTBIO MPU-
3HAKOB CHCTEMHOTO BOBJICUEHUSI COSAMHUTEILHON TKaH!
Ha 7 u 6onee 6a1oB. [1pu oTaroiieHHOM ceMeitHOM aHaM-
He3e NIMarHo3 ITpaBOMEPEH, €CJIM BBISIBISETCS OIUH
U3 Crie(pUIHBIX TPU3HAKOB UJIM CUCTEMHOE BOBJICUCHUE
COEIMHUTEJIbHOM TKaHU cocTaBsieT 7 0ayioB 1 6oiee. [o-
CTOMHCTBA ¥ OTpaHUYECHUS TTepecCMOTpPeHHOM Bepcun [eHT-
CKUX KpUTEpUEB IMpoaorkaroT obcyxknarecs. CpaBHeHUE
JMUAaTHOCTUYECKOW IIEHHOCTH HOBBIX M cTapbix [eHTCKUX
KpPUTEpHEB Yy TALMEHTOB C IOATBEPXKICHHON MyTalrueit
reHa FBNI nokazano ux comnoctaBumocTh [10]. Bmecre
C TeM BO3MOXKHA TMTIOAMArHOCTUKA ITaTOJIOTUH M3-32 HeIO-
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Bucnepaasabie HHCT

Cepoeuno-cocyducmas cucmema:

* paciIMpeHre BOCXOISILEro OTAea a0PThI;

* TIPOJIATIC MUTPATBHOTO KJIATlaHa;

* MaJible aHOMAaJIMU Cep/ilia: MPOoJIaTiChl TPUKYCIUIATBHOTO

¥ a0PTAIIBHOTO KJIAIAHOB, aHEBPU3Ma MEXIIPEICEPIHOM Tepe-
TOPOJIKH, OTKPBITOE OBAJIbHOE OKHO, JIOXHBIE XOP/Ibl U MHOXKE-
CTBEHHBIE aHOMAJIbHBIC TPAOEKYJIBI JIEBOTO KEJIYI0YKa;

* pacuMpeHue CTBoJIa JIETOYHOI apTepUu MPH OTCYTCTBUH Jie-
TOYHOTO CTEHO3a WJIH JID6OI IPYTOi OYeBUIHON IPUYNHBI

B Bo3pacte 110 40 jert;

* KaJIbI[MHO3 MUTPAIBHOTO KOJIbIIa B Bo3pacte 110 40 jieT;

* pacluMpeHue JIMO0 paccloeHUe rPyaHOM WY OPIOIIHOM a0PThI
B Bo3pacre ji0 50 jeT;

* BapuKO3Hasi 00JIE3Hb BEH, Pa3BUBLIASICS B OHOLIECKOM BO3-
pacre;

* BapHUKOLIEJE;

* JIeTKOE 00pa30BaHUe reMaToM MTPU HE3HAYUTETbHBIX TPAaBMaX.

bponxoaeeounan cucmema:

* TpaxeoOpOHXMaIbHasl TMCKUHE3Ms! (SKCITMPATOPHbIN KOJLUIATC
Tpaxeu U KPYIHbIX OPOHXOB);

* TPaxeoOPOHXOMAJISILIUS U TPAXeOOPOHXOMEralusl;

* anMKaJTbHbBIE OYJUTbI, TOATBEPKIEHHbIE PEHTTEHOTpahUIeCcKH;
* CIIOHTaHHbII1 MHEBMOTOPAKC.

Opeanvt GprowHol noa0CMuU, MA.1020 MA3A U NOYEK:

IITO3BI OPTAHOB OPIOLIHOM MOJIOCTH U ITOYEK;
nuradparMaibHas rpbixa;

HECOCTOSITEIbHOCTD KApIHH XETYIKa;

JIMBEPTUKYJIBI MUILIEBOA Y PA3IMYHBIX OTAEIOB KUIIIEYHUKA;
aHOMAJINU JKEJTIHOTO IIy3BIPS;

JTOJIUXOCUTMA;

HEIOCTaTOYHOCTh OAyTMHUEBOM 3aCIIOHKH;

MPOJIanc TeHUTATMIA Y KEeHIIUH;

* YIBOEHME YAIIEYHO-JTOXaHOYHOTO aIlapara

OLICHKM 3HAYeHUsT SKTa3UM TBEPIOl MO3TOBOI 00OJIOUKHU
W TAJIATalliy a0OPTHI Y MAIMEHTOB C BEICOKUM ITOKa3aTeJIleM
TUTIOLIAAM TTOBEpXHOCTU Tena [11].

Maptanouanas BHeWHOCMb

MapdaHounHast BHEIIIHOCTb XapaKTePU3YeTCs] UCKITIO-
YUTEJIbHO MpU3HAKaMU BOBJIEYEHMST KOCTHOM CHCTEMBI
(He MeHee 4 mpu3HaKoB [12]) mpu OTCYTCTBMM BUCIIEpOIIa-
Tuii. [lomyckaroTcs MEHee CTpOrue CKeleTHbIE U3MEHEHMS,
YeM Te, YTO HEeOOXOAMMBI JJII KOHCTATalluu CUHApOMa
MapdaHa, onHaKO HaTW4YUe AOJUXOCTEHOMEIUM U apax-
HOMAKTWJINK TIpU3HAaeTCs 00s13aTeIbHbIM. [IpencraBieHust
0 6e300MAHOM, YMCTO KOCMETUYECKOM XapakTepe Mapda-
HOWIHOU BHEITHOCTH (BBUIY OTCYTCTBYIOIIIMX I10 OTIpE/ie-
JIEHWIO U3MEHEHMI BHYTPEHHUX OPTAHOB), BEPOSITHO, OY-
JIyT IEPECMOTPEHBI B CBETE MOCJIEAHMX JaHHBIX. [TokazaHo,
YTO JIMIIa MOJIOJOTO BO3pacTa ¢ Map(aHOUIHOW BHEIITHO-
CTBIO JOCTOBEPHO OTJIMYAIOTCS OT CBOMX CBEPCTHUKOB
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Ta6muua 2. banibras oyeHKa CUCMeMH020 808Ae4eHUst COeOUHUMENbHOU
mKanu

ITpusHaku Banbt

CUMIITOM 3aITsICThs U OOJIBIIIOTO TAJTbIIA 3
CUMIITOM 3arsICThsl WJIM OOJIBILIOTO Majiblia 1
KunesuaHas necdopmaiius TpyIHoOM KISTKN 2
Boponkoobpa3Hasi fecdopMariust U aCUMMETPHsT 1
TPYAHOU KIJIETKU

BanbrycHast necopmarius CTOIbI 2
[Mnockocromnue 1
TTHeBMOTOpaKc 2
DKTa3us TBEpIOi MO3roBO 000JI0UKU 2
TIpoTpy3ust Ta300eIPEHHOrO CycTaBa 2

YMeHbIIEHHOE OTHOLLEHUE BEPXHEro CerMeHTa Tejaa
K HIDKHEMY, YBEJIMUEHHOE OTHOILLEHUE pa3Maxa pyK K 1
POCTY U He TsKeJasi CTeNeHb CKOJIM03a

CKoJIM03 MW TOPAKOTIOMOATBbHBIN KU(03 1
Henopasrubanue JT0KTeBOTO cycTaBa 1
JIuueBble mpu3Haky (3 u3 5): monuxouedanus, S3HOM-

TaJIbM, CKOILIEHHbIE BHU3 [JIa3HbIE 1€, TUIIOIUIAa3UsI 1
CKYJIOBBIX KOCTEIi, PETPOTHATHSI

KoxHble cTpun 1
Muonus 6osiee 3 AMONTPUI 1
TIposnanc MUTpaJILHOTO KJlaraHa 1

0oJiee BHICOKMM YPOBHEM CUMITaTOAIPEHAIOBOI aKTUB-
HOCTH U 00JIee CYIIECTBEHHBIMU (XOTS M HE BHIXOISIIIMMU
3a TIpeiesIbl HOPMbI) 3HAYEHUSIMU TUaMeTpa KOPHS aOpTHI,
TOJIIIMHBI CTEHOK M MacChl MMOKap/a JIEBOTO XeJTyIouKa
[13]. 3acimyxvBaeT BHUMaHUS B350 Ha Map(haHOUIHYIO
BHEIITHOCTH KaK MPEIUKTOP MepLATeIbHOI apUTMUX U e-
reHepaTMBHOIO a0pTajbHOTO CTeHo3a [14, 15].

MASS-thenomun

MASS-denoTun (uiau mapbhaHONOAOOHBI CUH-
JIpOM) — aKpOHHUM, 0003HAYAlOIIMI MPoJIaric MUTPaJIb-
Horo KianaHa (mitral valve prolapse), pacliupeHue aopThl
(aortic dilatation), usmeHeHus1 koxu (skin) u Kocrteit
ckeineta (skeleton). MASS-¢heHOTUIT MOXXHO TMAarHOCTH-
poBaTh TNPY MOTPAHUYHOM PaCIIMPEHUU KOPHSI aOpTHI,
HaJIMYUKU XOTsS OBl OXHOTIO CKEJIETHOTO IIPOSIBJIEHUS
M TIPU3HAKOB CUCTEMHOTO BOBJICUEHUST COSTMHUTEIBHOM
TKaHU Ha 5 1 6oJiee 6aoB. [Tockoabky MASS-denoTum,
Kak 1 cuHApoM MapdaHa, MOXeT ObITh BbI3BaH Te€TepO-
3UTOTHBIMU MyTalUsIMU TeHa FBN 1, ero TpyaIHO OTJIMYUTD
OoT cuHApoMa Map@daHa ¢ HermoJHBIM HabOpPOM MpU3HA-
KOB WM OT «BO3HHUKalOIEero» cuHapoma MapdaHa
IpY 00CJIEIOBAHUY OTIEIBHOTO MHAWBUIYyMa, 0COOCHHO
pebeHka.

Puc. 1. [Ipoaanc 3a0ueii cmeopku MUmMpanbHo2o KAanana (08yxXmepHas 3xo-
Kapouoepamma, coocmeenHoe HabnoeHue)

MASS-nopo6Hblil heHomun

MASS-niono6Hbiii heHoTUTT (WM MapdaHOMOTOOHBIA
(eHOTUIT) XapaKTepu3yeTcsl MOrpaHUYHbIM 3HAUYEHUEM pa3-
Mepa KOPHSI a0pThI B COYETAHMM C MUOTIMEH 1/ WJTH TTPOJIATICOM
MUTPAILHOTO KJIaraHa ¥ HaJM4YueM ITPU3HAKOB CUCTEMHOIO
BOBJICYEHUSI COEUHUTETbHON TKaHW MeHee 5 6a/utoB (B OT-
Jare oT MASS-deHoTuna, mpyu KOTopoM — 5 0a/LIoB U 0osiee).

MMepBudHbIi Nponanc MumpanbHOre Knanaxa

IIponarnc MUTpaIbHOTO KjIanaHa MpeaCTaBIseT Co0oi
IIAPOKUI CHEKTP COCTOSIHUM B MMama3oHe OT reMoauHa-
MMYECKU 3HAYMMOIN MUTPATbHON HENOCTaTOYHOCTH 0 Ba-
puaHTa HopMbl. POpMaTbLHO OH KOHCTaTUPYETCs TTPU MaK-
CUMaJIbBHOM CUCTOJIMYECKOM CMEIIEHUU OTHOU U 00enx
CTBOPOK MMTPAJIbHOIO KJjarnaHa 3a JUHUIO KJIalmaHHOTO
KOJIbLIa B MapacTepHAIbHOU MPOJOJbHOM MO3UIMU Oosiee
yeM Ha 2 MM (puc. 1). IIpudrHbI MUTPAIBHOTO MTPOJIA0OK-
pPOBaHMSI MOTYT OBITh Pa3IWYHbI U KacaTbCs U3MEHEHUI
JIIOOBIX aHATOMUYECKUX JIEMEHTOB MUTPAJILHOTO KJlaraH-
HOTO anrapara — KJlalaHHbIX CTBOPOK, CYXOXXUIbHBIX XOPII,
MaNnWUISIPHOW MYCKYJIaTypbl, MUOKAap/Ia JIEBOT'O XKeIyJ0uKa.

Puc. 2. Mukcomamosnas deeenepayus 3a0Hell cmeopKu MUMPANbHOR0 KAA-
naua (08yxmepHas sXoKkapouoepamma, coocmeeHHoe Habarooenue)
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K nepeudHOMYy mpoJiancy MUTPaJILHOTO KJIANAHA KaK BapyaH-
Ty HHCT oTHOCsTCA Nuiiib Te OpMBI MPOIadupOBaHUS,
MOPGhOJIOTUIECKUM CYOCTPATOM KOTOPBIX BBICTYITAET MUK-
COMATO03 KJIallaHHbIX CTBOPOK, OTPaXKaIOIUiA 1e30praHu3a-
LIMIO KOJUTAar€HOBBIX (DMOPUILT M HAKOTIIEHWE B HUX KHCJTBIX
mMKo3aMUHorMkaHoB. [lpu axokapauorpadvu Takue
CTBOPKU BBITJISIIAT YTOJIIIEHHBIMU, PHIXJIBIMU, C TIOHVDKEH -
HOI 3X0reHHoCThio (puc. 2). MHBIM KIMHUYECKUM MO~
TBEPKIEHUEM TPUHAIICKHOCTH TEPBUYHOrO IIpoJjiarca
muTpaibHoro kianaHa K HHCT gBnsiiorcst npu3Haku cu-
CTEeMHOTO BOBJICUEHHsI COeAMHUTETLHOM TKaHU.

IlepBUYHBIIT TIPOJIATIC MUTPAJILHOTO KJIalTaHa SIBJISIET-
Cs caMbIM PacIpOCTPAaHEHHBIM M3 KJIaCCU(UIIMPYEMbIX
HHCT. IIpu aT0M yacToTa €ro BBISIBJICHMS CYIIECTBEHHO
3aBUCUT OT BHIOPAHHOTO AMArHOCTUYECKOIo Mopora Iiy-
OMHBI POJabMpPOBaHUSI, TOJIIUHBI CTBOPOK, a TAKXKE BO3-
pacTa JIMl, BOLIEALINX B BIOOPKY. Y JIML MOJIOJOIO BO3-
pacta MHpu MHCIIOJIb30BAaHUM YJIBTPA3BYKOBOIO MOpOTa
B 2 MM U OoJTee Mposaric auarHoctupoaics B 10 % ciyya-
eB, 3 MM u 6osiee — B 4,3 % ciyvaes [16, 17]. [To naHHBIM
®pemunaremckoro uccienosanus (Framingham Heart
Study), pacnpocTpaHeHHOCTb IpoJjiarica MUTPaJbHOIO
Kj1anaHa cocTaBwia 2,4 %, a KjlacCU4eCKOro (C MUKCOMa-
TO3HOI JiereHepalueil ctBOpok) — Beero 1,3 % [18]. TTpex-
HUE cBelleHUs1 0 0osiee BBICOKOUW pacnpoCTpaHEHHOCTHU
npoJsanca MUTPAJIbHOTO KjallaHa SIBJISUIUCH CJIEACTBUEM
€ro TUIEePAMAarHOCTUKM Ha 3ape BHENPEeHUs B KIMHUYE-
CKYIO MPAKTUKY dXOKapauorpaduu, 3KCTpanosanu pe-
3yJILTaTOB OTIEIbHBIX HAOMIONEHU Ha TIOMYJISIIIUIO B 11e-
JIOM U OTCYTCTBUSI OMHO3HAYHBIX KPUTEPUEB AMATHO3a.

K Hacrosiemy BpeMeHU pa3paboTaHbl YeTKHME Tua-
THOCTUYECKUE KPUTEPUHU TTpoJiarica MUTPaIbHOTO KJlaraHa,
a Tak>Ke BbIIeJIeHbl BAPMAHTHI TTaTOJIOTUM, aCCOLIMMPOBAH-
HBIE C Pa3JIMYHOM CTETIEHbIO PYCKa U pa3HBIM IIPOTHO30M,
B TOM YMCJIe cepbe3HbIM. [1pu cTpaTnduKaum pucka cy-
IIECTBEHHBI ITOKAa3aTe U NTyOMHBI TPOJaOUPOBAHUS, TO-
IIMHBI CTBOPOK M CTENEHW MUTPAJIBLHON peryprutalum.
[Tpu BEICOKOI1 CTeTIEHN MUTPAIIBHOM PETYPTUTALIMK U TOJI-
IIAHE CTBOPKHU Oosiee S MM (ITpU3HAK €€ MUKCOMATO3HOM
JeTeHepaliy) BEPOSITHOCTh TeMOAMHAMUYECKUX pac-
CTPOICTB JOCTOBEPHO MNoBbIlaeTcs. [lanueHTsl 6€3 yToi-
IIEHMST KJIaTTaHHBIX CTBOPOK MOTYT OBITh OTHECEHBI K TPYIT-
T1e HU3KOTO PUCKa ¢ OJ1aronpusITHBIM ITPOrHO30M. BMecTe
C TeM «KJIAITaHHbI1» MEXaHU3M He SIBJISIETCS] €AUMHCTBEHHOM
TIPUYMHOM HEOIATONPUATHBIX KIIMHUYECKMX TTOCIISACTBHI
MEePBUYHOTO IpoJarnca MUTpajibHOro kianaHa. Hapyie-
HMSI O0IIIeH TeMOIMHAMUKY TP JaHHOM TaTOJIOTUU MOTYT
pPEeaIM30BBIBATHCSI HE TOJBKO MOCPEICTBOM MUTPATBHOM
HEI0CTaTOYHOCTH, HO U Yepe3 TUAaCTOIUYECKYIO TUCHYHK-
LIMIO U CHYKEHUE COKPATUTENBHOM CITOCOOHOCTU MUOKAp-
Jla, CBSI3aHHBIE C IMOPaXX€HWEeM WHTpaMUOKapauaaIbHON
coenuHUTeIbHOM TKaHu [17, 19].

ITepBUYHBII TTPOJIATIC MUTPAJIBHOTO KJIallaHa CJeIyeT
OTJINYATh OT MUTPAJIBHOTO TpoJiarnca Kak YaCTHOTO Mpo-
siBJieHUs1 cuHapoMa Mapdana unu MASS-dbeHoTumna.
HuddepeHIIMaTbHBIMU KPUTEPUSIMU SIBJISTIOTCS. TUAMETP
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A0PTHI ¥ KOJIMYECTBO MPU3HAKOB CUCTEMHOTO BOBJICUEHUS
COCIMHUTEIbHOU TKAHU.

Cunppom 3nepca-[launo

Cungpom Diepca—/laHo — reTeporeHHasl rpyiia
MaTOJOTUYECKUX COCTOSIHUI C pa3IUYHBIMU TUIIAMU Ha-
cJIeIOBaHUS U OOIIUMHU KJIMHUYECKUMU TIPOSBISHUSIMU
B BUJI€ U30BITOUHOI MTOABUXKHOCTH CYCTABOB U ITOBBIIIEH-
HOI 3JJaCTUMHOCTU KOXM. B OCHOBE 3TUX U3MeHEHUi
JieXaT MyTalMd Te€HOB KOJUIareHOB, MPOTEOINIMKAHOB
U TeHacluHa-X Win pepMeHTOB, YYaCTBYIOLIMX B MOCT-
TpaHCISILIMOHHOK MoaudUKaLIMY KoJiareHa. JlnuarHoctu-
Ka cuHapoma Diepca—daHio ocHoBaHa Ha BuibdbpaHiin-
ckux kputepusx (Villefranche nosology, 1997) [20].
BmecTto paHee mpusHaBaeMbIX 10 TUITOB 00JIe3HU B Ha-
CTOsIIEE BpeMsl MPUHATO BBIIEIATh 6: KJIACCHUYECKUIA,
TUNEPMOOUIIbHBIN, COCYIUCTBIN, KU(POCKOIMOTUUECKUIA,
apTpoXaja3uiiHbBIN U IepMaTOCIIapaKCUYECKUIA; TSI KaX-
JIOTO U3 HUX OIpeaeeHbl 00JbIIMEe U MaJlble IMarHOCTU -
yeckue Kputepuu. Hambosee pacnpocTpaHEeHHBIM CUM-
TaeTcsl KJACCMYECKUM TUN CHUHIApOMa, Ha €ro AOJIO0
npuxomuTcs 10 90 % OGONBHBIX; MPUOIM3UTEBHO Y T10-
JIOBUHBI U3 HUX WACHTU(PUUUPYETCS MyTalusl B TeHe
kosutareHa V tuna (COL5SA 1 wnu COL5A2) [21]. boabiiu-
MU KpUTEPUSIMU KJIACCUYECKOT0 TUIIa CUHApOMa Diiepca—
JaHno SBASIIOTCSA: MOBBILIEHHAS] PACTSKUMOCTh KOXM,
TUNEPMOOUILHOCTh CYCTaBOB M IIUPOKUE aTpodruuecKkue
pyOLbI; HATMYMS XOTS Obl OMHOTO U3 3TUX MapKePOB A0-
CTaTOYHO JJ151 KTMHUYECKOI TMarHOCTUKU.

B orcyrcTBUE 0OABLIMX KpUTEPUEB CUHApOMA DJiep-
ca—/laHJ10, HO MpHY SIBHOM BOBJIEYEHUU KOXU (HE MEHee
2 MPU3HAKOB; CM. TabJ. 1) MMeIoTCsl OCHOBaHUSI KOHCTa-
THPOBATh 3J1ePCONOAOOHBII (heHOTHII.

CuHApPOM runepMoGunbHOCMU CYCMAaBoB

B OCHOBE CHMHApOMa FI/IHepMO6I/II[BHOCTI/I CyCTaBOB
JieKaT MyTally reHOB, KOAUPYIOIIMNX PA3JINMYHBIC KOMIIO-
HCHTBI MCXKJIETOYHOI'O MaTpuKCa, IprUBOJAIINEC K cna6o-

Tabmuua 3. Jesamubanrivras wkana eunepmoousbHOCmU cycmagos
no P. Beighton [22]

Banbt
Tect
cmpaBa  cjeBa
ITaccuBHOe oTrbanue V najablia B MSICTHO- 1 1
(amanroBoM cycrase 6oJiee yem Ha 90°
INaccuBHOe npuBeneHue | majblia K JIaTfOHHOMK 1 1
TIOBEPXHOCTU PYKH
TlaccuBHOE pasrubaHue JOKTEBOIO CycTaBa I I
oouee 10°
TTaccuBHOE pa3rudaHUe KOJEHHOTO CycTaBa 1 1
6oaee 10°

Kacanue nagonsmu nosna IIPU BBIIIPAMICHHBIX
KOJICHAX
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CTU CYCTaBHBIX CBSI30K. CHHIPOM XapaKTepU3yeTcsl U3-
OBITOYHBIM JIMAlla30HOM JBWXXEHWI B cycTaBax,
COIMPOBOXIAIIUMCS KIMHUYECKOW CUMIOTOMATUKON
B BUJIe TIPUBLIYHBIX BEIBUXOB M/ WJTA apTPaJITUA.

7151 AMarHOCTUKY TUTIEPMOOMILHOCTH CYCTaBOB MC-
nosab3yeTcst 9-6annbHas mkana P. Beighton, npenycma-
TpUBAlOIIas OLIEHKY CIIOCOOHOCTH BBITIOJTHEHUS 4 TTApHBIX
IBUxeHuit u 1 HemapHoro (1a6J. 3 [22]). ConocTaBieHue
mkansl P. Beighton ¢ paHee MCIOb3yeMbIMM IIKaJIaMU
(Carter and Wilkinson, Rotés-Quérol) npoaeMoHCTpUpoO-
BaJIo €€ BaJuIHOCTh [23]. [1nepMoOUILHOCTDL CYCTaBOB,
cocTapfsionas He MeHee 4 6asutoB 110 mikaje P. Beighton,
M apTpajirvs He MeHee YeM B 4 cycTaBax MpOAOJKUTEIb-
HOCTBIO OT 3 MeC SIBJISIIOTCS OOJIBITMUMM IUATHOCTUIECKH -
MW KPUTEPUSIMU NJaHHOU naTojorun. OCHOBHON KJIMHU-
yecKoi MpobJieMoli, CBSI3aHHOH C TUIIEPMOOUIBHOCTBIO
CYCTaBOB, CUUTAETCS XPOHUYECKUI OOJeBOl CUHIPOM,

YacTo NMPOBOLIUPYIONIUIA TEMPECCUIO U TPEBOTY U HEPEIKO
BBICTYTNAIONIMIA MPUYMHON JUATHOCTUYECKUX OIIUOOK.
IIpeanonaraemas CBSI3b MeXAY TUIIEPMOOUIBbHOCTHIO
CYCTaBOB U OCTE0ApPTPO30M A0 CUX IOP OCTaeTCsS HEHo-
Ka3aHHOW.

ITockoabKy «C1aboCTb» CBA30YHOIO arapara siBJsi-
€TCs YHUBEPCAJbHBIM MPU3HAKOM «CJIa00CTU» COeNMHU-
TEJbHOU TKaHU, CUHIPOM THUIEPMOOWIBHOCTU CYCTaBOB
UCKJTIOYaeTcsl MpU KOHCTAaTalluu CUHIApPOMOB Mapdana
wim diepca—/daHo.

BrIsiBeHME U30BITOYHOIO AUaTa30Ha IBUXKEHU B Cy-
CTaBax, HO HE COMPOBOXIAIOIIETOCS KIMHUYECKON CUM-
MITOMATUKOM, JaeT OCHOBaHWE TOBOPUTH O J0OpOKaye-
CTBEHHO# r'MNepMOOMIBHOCTH CYCTABOB, KOTOPasi 0Ka3ajach
HauOoJiee YacThIM AUCILIacTUYEeCKUM ¢eHoTuroM. Ilo-
CKOJIBKY pa30poc ITokaszartesieil paclnpoCTpaHEeHHOCTHU
JTOOPOKAYECTBEHHOI TUIIEPMOOMIBHOCTHU CYCTaBOB, IIPU-

ANMTOPUTM ONATHOCTUKWN OCHOBHbIX ANCTITACTUYECKNX
CUHAPOMOB M ®EHOTWUMNOB

Sxokapauorpadus

DeHoTUNNYeckoe
nccnegoBaHve

lMponanc MATPanbHOro Knanawa,
paclumpeHue aopTbl,
Masible aHOMaNuu cepaua

YnbTpa3syKkoBoe nccniefjoBaHne OpraHos
OpPIOLLHON MONOCTM U MOYeK

MASS-nopo6HbIn peHoTvM,
NepBUYHbIN NPOJIaNc MUTPANbHOTO KanaHa

Manble aHoManmu opraHoB
OpPIOLLHOW MONOCTN U MOYeK

CKeneTHble, KOXHble,
CyCTaBHble HapyLIeHuA

4

KoHcynbrauunm
crneuuanncTos

MapdaHonogo6Has BHEWHOCTb
MapdaHonogobHbiin eHoTUN

MoBbiweHHasA Aancnnactnyeckas
CTUrMmaTmsayua, npenmyecteeHHo

BUCLepasibHOM NIoKanu3saumm

SnepconofobHbI peHoTMN

C/HLPOM FrMNepMOBUIbHOCTM CYyCTaBOB

HeauddepeHurpoBaHHbIn GeHOTUN ANCMNA3UN COeANHUTENBHON TKaHN
[ob6pokayecTBeHHas r’MNepMo6UIbHOCTb CYCTaBOB
MNoBblWeHHasA aucnnacTuyeckas cTurmatsaums

Puc. 3. Aneopumm duaenocmuxu HHCT [ 1]
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BOJMMBIX pa3HbIMU aBTOpaMu, BeJuK (0T 4—13 go 44—
50 %) [12, 24, 25], obcykmaeTcst HEOOXOAUMOCTD YKECTO-
YEHUS €€ TUarHOCTUYECKMX KPUTEPUEB.

Heknaccuthuyupyemblii theHomun

K HeknaccupuipyemMomy (eHOTUNY MPeaIoXKeHO
OTHOCUTb CJTyYau BbISIBJICHUST HE MeHee 6 MaJIbIX BHEIITHUX
W/WJIU BUCLIEPAIBHBIX TTPU3HAKOB BPOXICHHOM «CJ1abo-
CTH» COETMHUTEIbHOM TKaHU, He TTOMagalolX Mo KpU-
TEPUU APYTUX BBIILIEHA3BAHHBIX CUHAPOMOB U (DEHOTHUIIOB.
BHuMaHue K HeMy TPOSIBJIEHO B CBSI3U C €T0 pacipocTpa-
HEHHOCTbBIO; KJIMHWYECKOe 3HauyeHue 3Toro (heHoTuIIa
HyXIaeTcsl B yTOYHEHUU.

B nocnenHeit penakiium poccCUiiCKUX peKoMeHaaui
no HHCT [2] B KauecTBe OTAEAbHBIX AUCILIACTUYECKUX
(beHOTUITOB OBUIM BBIIEIEHBI MOBBIIEHHAS TUCIIIACTU-
yeckasi CTUTMaTU3allMs W TMOBBIIIEHHAs, MpeuMyllie-
CTBEHHO BHCLIEpaibHasl, AUCILUIACTUYECKAsd CTUTMATHh3a-
1. [Ton noBbIIeHHOMH JUCTIACTHYECKO CTUIMATH3aLUElH
TMOHUMAETCS Hajluyue OT 3 10 5 BHEIIHUX NMPU3HAKOB
TUCIIJIa3UHU, TTO] MOBBIIIEHHOM, PEMMYIIECTBEHHO BHUCIIE-
PaNbHOI, AUCIIACTHYECKOM CTUrMATH3alMel — aHAJIOTUY -
HOE KOJIMYECTBO MaJIbIX aHOMaJIWIA Cep/ILia v,/ Wi IPYTUX
BHYTPEHHMX OPraHOB (AMCTOMNMUSI TMOYEK, BUCIIEPONTO3
u 1p.). B npenpiayieit Bepcuu peKoOMeHAAIMiA yKa3aHHbIe
COCTOSIHUSI ObUIM OTHECEHBI B pYOPUKY «HE TPeOYIOLIUX
BbIHECEHHUSI B AWarHo3». BHUMaHUWe K HUM TIPOSIBIIEHO
B CBSI3M C PacCpOCTPAaHEHHOCThIO MOAOOHBIX KIMHUYE-
CKMX CUTYyallMii U HEOJHO3HAYHOCThIO MPOTHO3a, XOTS
W TpearoiaraeTcsi, 4YTo 3T (PeHOTUIbl Hauboee 6e30-
OUIHBI.

HetpynHo 3aMeTUTh, YTO KJIMHMYECKAs! AUATHOCTUKA
KaK KiacCu(UIUpyeMbIX, TaK W HEKJIaCCUDUIIUPYEMbIX
HHCT 6a3upyetcst Ha OMHMX U TeX Xe MPUHIIUIAX; OTJIMYME
3aKJII0YaeTCsl B MEHee BBICOKOM IMAarHOCTUYECKOM ITopore
(beHOTUIMMYECKMX TTPOSIBIICHUIA 7151 HEKJTaCCU(DULIUPYEMBIX
HHCT. HecneumduyHOCTh BHEIIHUX W BUCLIEPATBbHBIX
MapKepoB «CJIa00CTH» COCTMHUTEILHON TKaH!, M3BECTHAS
YCJIOBHOCTb TMarHOCTUYECKUX KPUTEPUEB TUCTUTACTUIECKIX
(beHOTUNOB (HEKOTOPBIE U3 KOTOPBIX OTIMYAIOTCS HE Kaye-
CTBEHHO, a KOJMYECTBEHHO — II0 YWCIYy OOHapy>KEHHBIX
MPU3HAKOB) 3aTPYAHSIOT paclio3HaBaHUE OTIEIbHBIX BapH-
AHTOB IaToJIoruu. B mpolecce KIMHUYECKON TUarHOCTUKH
MPpeIoXKEeHO PYKOBOJICTBOBAThCS CBOCOOPA3HOM nepapxueit
HHCT: ot Haubosiee 3HAUMMBIX MOHOT€HHBIX CUHIPOMOB
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yepe3 AucIuiacThyeckre (eHOTUIbI K TTOBBIIIEHHON auC-
miactTuyeckoit crurmatuzauuu (puc. 3 [1]). Benen
3a M.J. Glesby u R.E. Pyeritz aToT HenpepbIBHbII MIepeyeHb
MaTOJIOTMYECKUX COCTOSTHUI MPUHSTO 0003HAYaTh MOHATU-
eM «(DEeHOTUTTMYECKHT KOHTUHYYM» [26]. B cooTBeTCTBMM
C MOAOOHBIM IOIXOMOM HaIW4Me MPU3HAKOB CUHIPOMOB
Mapdana unu Dnepca—/aHio oTpuLIaeT TMarHO3bl MHBIX
MOHOTeHHBIX cHMHAPOMOB (MASS-beHoTuUI, nepBUYHbBIN
MPOJIaTiC MUTPATBHOTO KJIallaHa, CUHIPOM TUIIEPMOOUITb-
HOCTH CYCTaBOB) M TeM 0OoJiee JII0ObIX HeKIaccu@uLupye-
Mbix HHCT. BrisgBrieHre Hapsimy ¢ MpoJIaricoM MUTPaTbHO-
ro KjamaHa IMOrPaHMYHOTO PAaCHIMPEHUs] KOPHS aopThl
U KOCTHO-CYCTaBHBIX H3MeHeHui (aTpudytoB MASS-
¢eHoTMNA) B paBHOU Mepe MCKIIIOYaeT KaK MepBUYHBIN
MpoJIaliC MUTPATbHOIO KJamaHa, Tak ¥ MaphaHOUIHYIO
BHEIIIHOCTb, XapaKTEePU3YIOIILYIOCS OTCYTCTBUEM BUCILIEPO-
nartuii. [Tponanc MUTpaabHOrO KjianaHa ¢ MUKCOMAaTO3HO
U3MEHEHHBIMUM CTBOPKaMU OTBEPraeT 3aKJII0UeHUE O JII0OOM
U3 aucruiactTudeckux (GeHotunoB. CoNpoBOXKAAIOIIMIACS
KJIMHUYECKOW CHMITOMATMKON WM30BITOUHBIN AMarna3oH
JIBIDKEHMI B CycTaBaX MOAPa3yMEBaeT CUHAPOM I'MIIEpPMO-
OMJIBHOCTH CYCTaBOB, HO HUKaK HE UX JOOPOKaUYECTBEHHYIO
TUIIEpMOOMIBHOCTh. B0O3MOXHOCTh KilaccMULIMPOBATH
JUACTLIACTUYECKUU (peHOTHIT KaK MapdaHO- WU 31epCcormo-
TIOOHBIN, MapdaHOMAHYIO BHEIIHOCTh WIM JOOpOKaye-
CTBEHHYIO TMIIEPMOOUJIBLHOCTh CYCTaBOB, €CTECTBEHHO,
HE MaeT OCHOBaHUI KOHCTaTMPOBaTh HEKJIacCUpUIIMpye-
Mblii ¢peHotumn. IlocneaHuii, B CBOIO ouepeib, UCKIIOUaeT
MOBBIIIEHHYIO TUCIIIACTUYECKYIO0 CTUTMATU3A11IO, TUTABHO
MepeTeKalolylo B HOpMY 1 3aBeplIarollyto heHOTUITYe-
CKUI KOHTUHYYM.

3axnioyeHue

Takum ob6pazom, HHCT npencrasisior coboii 06-
LIIUPHYIO 1 HEOTHOPOIHYIO IO CUMIITOMAaTUKE U ITPOTHO-
3y TPYIIY MaTOJOTMYECKUX COCTOSTHUM, TPaHUIIBI MEXTY
KOTOPBIMM HE€ BCeraa YeTKo ouepyeHbl. CloXuBIIAsICS
K HACTOSIIIIEMY BpeMEeHM 1 oTpaxkeHHas B HalimoHaabHbIX
pexomeHaanusix HoMmeHkiatypa HHCT moxeT nokasaTh-
csl U30BITOYHOM, a aNropuT™ auddepeHMaIbHOl nua-
THOCTUMKU — CJIMIIKOM CJIOXHBIM, HO UX MOSIBJIEHNE, BHE
BCSIKOTO COMHEHUSI, METOHAOJOTMYECKM OIpaBIaHHO
U 3HAYMMO MJI NajbHEUIIero M3ydyeHus: KJIMHUYECKOU
U TIPOTHOCTUYECKOU POJIM BPOXKACHHBIX HapyIIEHU CO-
€IUHUTEIbHOI TKaHU.
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