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ABSTRACT: In the review the literature and own data about the current state of knowledge about
hereditary disorders (dysplasia) of connective tissue and the possibilities for timely diagnosis of its
most common forms-prolapsed mitral valve and aortic aneurysms. See the Group’s own classification
of deviations related to connective tissue disorders is the most common hereditary syndrome-
primary mitral valve and some dysplastic phenotypes, among which the most common and studied
is the marfanoid habitus. Detailed diagnostic algorithm expansion of the aorta and named for the
main hereditary syndromes, Marfan syndrome, in addition to the existence of which it is necessary
to remember in case of expansion of the aorta. It is shown that in identifying the primary mitral valve
prolapse cases should be allocated to the so-called classical prolapse, with thickening of the mitral
valve cusps of myxomatosis and the increased risk of trombo-embolic complications and availability
of fibro-elastin deficiency, leading to thinning and separation of chords. The analysis of reasons
for overdiagnosis of primary mitral valve prolapse, diagnostic algorithms are considered major
Dysplastic phenotypes, among which a special place occupies a marfanoid habitus. Algorithms of
diagnosing various dysplastic phenotypes.

KEY WORDS: inherited disorders (dysplasia) of connective tissue; mitral valve prolapse; aortic

aneurysm; marfanoid habitus.

Heob6xonumo mpu3HaTh, 9TO OONBIION HHTEpEC
K mpoOiieMe AMAarHOCTUKH W JICYCHHs Haciel-
CTBEHHBIX HApYIICHUN COEIMHUTENIbHON TKaHU
(HHCT) Bo3nuk B Poccum mocne myOmukanuit
B.M. Sxosnesa (1994) u ero coTpyaqHUKOB, KOTO-
pBI€ CTaIM aKTUBHO MU3y4YaTh «HETOJIHBIE» IO CBO-
UM KJIMHUYECKUM MPOSBICHUSM CHHIPOMBI, CBS-
3anHble ¢ pasutueM HHCT. B.M. flxoBneB Ha-
3Ban Bce HHCT pucrmasusMu CcOeNMHUTEIBHOM
tkaau ([ICT), pazgenus ux Ha quddepeHmpoBan-
Hble (KJIacCH(pUIMpyeMble 110 MEXIYHAPOAHOU
TEPMUHOJIOTHH) H  HeAuQepeHIpOBaHHbIC
(mexnaccudurnupyemseie). Jlaree Mpl OyaemM TOJb-
30BarbCsl sl 0003HavyeHus: pasznuunbix HHCT
MEXIYHApOJHBIMH TePMHUHAMU. AJTOPUTM JHa-
rHoctukn Heknaccupuuupyemsix HHCT (JCT)
W3Ha4aIbHO He ObUT C(HOPMYITMPOBAH, UTO TMPUBE-
JI0O K MCTIOJB30BaHUIO BECbMa YIPOIIEHHBIX TOA-
xo070B K pacno3naBanuio JICT, koTopsle cTaau BhI-
SIBISITBCS Y 85% JIHIT MOJIOZOTO BO3pacTa.

W3BecTHO, 4TO B IpynIly KIAaCCHPHUIHUPYEMBIX
HHCT BkitodeHsl reHepann30BaHHbIE 3a00ieBa-
HUs, 00YCIIOBIIEHHBIE JIe(heKTOM I'e€HOB, KOJUPYIO-
IMUX OJWH M3 COCTAaBHBIX 3JIEMEHTOB COEIWHU-
TeIbHOW TKaHW. Pa3BuTme Takux 3a0oieBaHUU
KaK HECOBEPILEHHBII OCTeOreHes3, CUHAPOM DJep-
ca—Jlanno (C3]), cutis laxa (cumHApPOM BSIION
kokn), pseudoxanthoma elasticum (3nmactuveckas
TMICEBJIOKCAaHTOMA), CHHApPOM Mapdana u apyrux
(ubpummHOaTuit (cuHApombl Jlbprouca—/luTina,
Mnpunuena—lonndepra, Beins—Mapkesanu, ce-
MEHHOW aHEBPU3MBbI IPYJHON aOPThI, BPOKAECHHON
KOHTPaKTYPHOH apaxHOAAKTHIINH), TOMOLUCTHHY-
puu, OyiuIe3HOTO AMUAepMOoNn3a, 0oie3Hn MeHke-

Ca ¥ MHOTHUX JIpyTruX [2] 00yCIOBICHO MyTallsIMU
I'€HOB, KOAUPYIOLIMX PA3JIMYHbIC TUIIBI KOJJIareHa,
($ubpuIMHa, HEKOTOPBIX (PEPMEHTOB, TPAHCIIOPT-
HBIX B PETyIATOPHBIX O0enkoB. [Ipu GompIInHCTBE
HHCT Hna0Omiomaercsi mopaxeHHE CepAedHO-Co-
CYIMCTON CHCTEMBI pa3IMYHOW CTENEeHH BBIpa-
KCHHOCTH, BBI3BAHHOE M3MEHEHHMSIMM 3KCTparel-
monsapHoro marpukca (O1IM) B sHIOKapauaib-
HOM CJI0€, B MHTEPCTULHAIBHOM IPOCTPAHCTBE
MEXIy KapJUOMHOLMTAMH, KialaHaxX Cepaua,
aopTE U JIETOYHON apTepuHu.

HawnGonee akTyanbHO#, B CHIy BBICOKOH pac-
MPOCTPAHEHHOCTH, TSKECTH MOCJIEACTBHIA U HE0O-
XOIMMOCTH KapAHOXUPYPrUYE€CKOr0 BMEIATelNb-
CTBa, SIBJISIETCSI KOPPEKTHAsl TUarHOCTHKA CHUHJPO-
MOB, IPUBOJSIINX K (DOPMUPOBAHHIO aHEBPU3MBI
aopTel (AA) W mponanca MUTPaJBHOIO KJanaHa
(ITMK).

Cpenn TEHETHYECKH JAETEPMHUHUPOBAHHBIX
dbopm AA TosbkO 5% COCTaBJISIFOT CHHJIPOMHBIC
(hopmbl. OCOOEHHOCTBIO ATHUX 3a00JICBAaHUI SIBIIS-
eTCsl XapakTepHasl KIMHUYEeCKas KapTUHa M W3-
BEeCTHEIE TeHeTHUeckue aedexTsl. Hambomnee pac-
MPOCTPAHEHHBIM M W3yYEHHBIM M3 HUX SIBISETCS
cunapom Mapdgana (CM). Ero nuarnocruka oc-
HOBaHa Ha ['@HTCKMX KPHUTEPHUSX XapaKTepU3ylo-
LIUXCS KIMHUYECKON OpHEeHTHUpPOBAaHHOCTHIO [18].
BmecTto MHOXKeCTBa MPHU3HAKOB, BCTPEUAIOLIMXCS
npu cuapome Mapdana, BelaesIeHO Ba, 00nana-
IOIIUX HauOOJBIICH CHeHU(PUIHOCTEIO — AA
u 3KTOnMs (MOABBIBUX) XpycTanuka. Bee ocrans-
HbIe HanOoJee 3HAYMMBbIE TPU3HAKU CBE/JICHBI B Ta-
OmuIy, aHaJIM3 KOTOPOil IT03BOJISIET OLICHUTh BhIpa-
KEHHOCTh CUCTEMHOI'O BOBJIEUEHHUS COECAMHHUTENb-
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voii TtkaHu (CBCT). Omnpenenenue MyTanuu
B rede FBNI mist nmarHoctukd CM He 00s13aTenn-
HO, HO €CJIM OHO BCE K€ BBIIIOJIHEHO, AMAarHOCTHU-
yeckuil Bec 3axmodeHus o CM craHoBuTcs Oosee
CYIIIECTBEHHBIM.

[Ipu ompenenennu pasMepoB BOCXOASILETO OT-
JleJla aOpThl CIIEAYET PacCUUThIBaTh Z-KPUTEPUl,
MO3BOJISIIOLIMM y4ecTh BO3pacT W IUIOINAAb IO-
BEPXHOCTHU T€JIa MalMeHTa. Z-KpUTepuu npea-
cTaBigeT CcoO0OM pa3HOCTb MEXAY HCTHHHBIM
1 JIOJKHBIM JMaMETPaMH KOPHsI A0PThI, JEJICHHYIO
Ha MONPaBOYHBINA K0dDUIIMEHT, BEIHYNHA KOTO-
pOTo 3aBUCHUT OT Bo3pacTta nauuenta. [yis onpene-
JICHUsI TIOMPAaBOYHOTO KOAPQPHUIMEHTA CIIeqyeT
[10JIb30BAaThCs OAHUM M3 KaJIbKYJISTOPOB HOCTYII-
HBIX on-line, HanpuMmep, ¢ caiiTa obmecTBa 00Jb-
HBIX ¢ cuHApoMoM Mapdana (http://www. marfan.
org/dx/zscore).

Kpurepun nuarnoctuku CM MOTHOCTHIO U3J10-
JKEHbI B MepBoM nepecmorpe Poccuiickux Hanuo-
HanbHbIX pexoMennanuii mo HHCT [10], a Takxe
B aBTOPU30BAaHHOM IiepeBoje nepecmorpa leHt-
CKUX KPUTEPHEB AMarHOCTUKM CHHApoMa Mapda-
Ha [4].

Cpenu 3abosieBaHuil, TPeOYIOLIMX MPOBEICHUS
muddepenuansaoro nuaruoza ¢ CM, ocoboro
BHUMaHUS 3aciyxkuBaeT cunapom Jlyuca-Ilutia,
XapaKTepU3YIOMIHUKCS TPUaA0l NPU3HAKOB: THIIEP-
TEIOPH3M, pacIIeIJICHue YBYIbI/TBEPOTO HEOA 1/
WM U3BUTOCTh apTEPHUH C BOCXOISLICH aHEBPHU3-
Moii/pacciioeHueM aopThl. B 0CHOBe cHHIpOMa
JIeXKaT TeTepo3UTOTHBIe MyTaliu B reHax TGFpRI1
wm TGFBR2, xonupyromux peuentopsl 1 win 2
THTIOB TpaHchopMupyroomero ¢akropa pocta-f.
[To cpaBuenuto ¢ CM, cunnpom Jlynca-/Iutna xa-
pakTepusyercs 0Ooiiee arpecCHBHBIM TEUCHHUEM,
pacciioeHre aopThl HaOiopaercs B Oosiee MOJIO-
JIOM BO3pacTe W/Wiu npu MeHbIuX (10 40 Mm) eé
pasmepax.

Hecunapomubsie unm cemeiinbie (GoOpMbl CO-
CTaBJISIOT OOJBIIMHCTBO BCEX CIIydaeB TeHETHYe-
CKH JIeTepMUHUpPOBaHHBIX GopMm AA. llpu cemeit-
HOM aHeBpU3ME TPYIHOTO OTJeNa a0pThl OTCYT-
CTBYIOT XapaKTEpHbIE KIMHUYECKHUE MPOSBICHHUS,
HO IPOCJIEKUBACTCS YETKUM CEMEHHBbI aHaAMHE3,
1 BBIABIISTIOTCS MyTanuu B reHax A CTA2 (Bctpeda-
ercs B 14% cnyuaes), TGFSR2 (B 4-9% cnyuaes).
MyTanuu B ApPYruX M3BECTHBIX 3aHMHTEPECOBAH-
HbIX TeHax (MYHI1I, TGFpRI, MYLK, SMAD3)
BcTpedarorcsl He yame 1-2%. Jlume oxono 20%
Clly4aeB CEMEWHON aHEeBpPU3MBbI TPYJIHOrO OTJela
AOPTHI IPUXOJUTCSI HA MYTallMU B M3BECTHBIX Te-
Hax, 9YTO JIeJaeT YPEe3BbIYAWHO aKTyaJIbHBIM
uX JajbHelllee u3ydeHue.

W3menenuss HHAOUEIUIIONAPHOTO  MaTpHKCa
(BUM) B muokapae ipu HHCT rtaxxe moryT co-

MIPOBOXK/IATHCSA HAPYUICHUSIMU €T0 COKPATUMOCTHU
W pelakcaluu, MPHUBOAS K CHIKCHHIO (Dpakiuu
BoIOpoca (PB) nmeBoro xemymouka (JDK) u yxyn-
LIEHUIO MOKa3aresjeil paHHero JUacTOINYECKOro
HarnonHeHus. [lonoOHbIe M3MEeHEeHHsI OBUTH OTHCca-
Hbl 1111 CM [5], oqHako UMEIOTCS YKa3aHUs Ha Ha-
JIUYHe CHUCTONMYECKOW W JINAaCTONUYECKOW MIHC-
¢yskuu JOK u y manueHToB ¢ MpOJArcoM MU-
TpajbHOro Kiamana [6, 7, 9], u maphaHouaHOU
BHEIITHOCTHIO [5].

[poaanc murpanabHoro kiaanana (IIMK) —
HAacJEeICTBEHHOE HapylIeHUEe COECTUHUTEIBHON
TKaHM C ayTOCOMHO-IIOMHHAaHTHBIM (DCHST)
WJIU CBSI3aHHBIM ¢ X-Xpomocomoil (FLNA) Tunom
HacnenoBanus. Hapymenue crpoenus OIM
npu [IMK npuBonuT K 11eomMy cnekTpy mnaToMop-
(hosrormuecKkuX M3MEHEHWH MUTPAIBHOTO Kilama-
Ha, KOTOPBIN BapbUpPYET OT MPOCTOTO OTPHIBA XOP-
IIbI, TIPUBOJSIIETO K IPOJArCy H30JHPOBAHHOTO
CerMeHTa 3aJ{Hell CTBOPKU MUTPAIBHOTO KIIallaHa,
COXPaHSIONIETO B OCTAIbHOM HOPMallbHYIO (hopMy
(¢pubposmacTHHOBAS HEIOCTATOYHOCTH), JO TIPO-
Jlarica ¢ BOBJICYEHHEM O0OEMX CTBOPOK NPHU U30bI-
TOYHOCTH TKaHEH KJIallaHa M PACcIIMPEHUH KOJIbIa
(mukcomaro3usrii [IMK wnm Gone3ns bapnoy) [8].

IIMK otHOCHuTCS K umcily Hambosee pacmpo-
crpaneHHbix HHCT. Pacnpoctpanennocts [IMK
B o01Iel monynsauuu cornacuo Framingham Heart
Study coctaBusier 2,4% ¥ HE 3aBHUCHUT OT ToJa
u Bospacta [17]. Berpewaemocts IIMK B PO,
o gauHbM peructpa C3OMUIL um. B. A. Anma-
30Ba, cocraBiuseT 1,3% [8]. OCHOBHBIM METOIOM
JUArHOCTHUKM TpoJlafica MUTPAIbHOIO KJamaHa
B HACTOSAINEE BpPEMs SIBISETCA ABYXMEpPHAasl HXO-
kapauorpadus. [IMK nuarsoctupyercs npu Mak-
CUMaJHbHOM CHCTOJMYECKOM CMEIICHHH CTBOPOK
MUTPAJTBHOTO KJamaHa 3a JUHHUI0 KOJIbIla MH-
TPaJBHOTO KJIallaHa B MapacTePHAIBHOMN MPOI0Ib-
HOI mo3uiuu O6ojee yeMm Ha 2 MM. B 3aBucuMocTtn
OT TOJIIIMHBI CTBOPKM Pa3IHYaroOT KJIacCHUYECKHUI
[IMK — mipu TOIIIIHE CTBOPOK B AMACTOITY Ooiee
5 MM, 4TO OTpakaeT HAJINYUE MUKCOMATO3HOH Jie-
reHepaluu CTBOPoK, U Hekiaccuyeckut [IMK —
P TOJIIUHE MeHee 5 MM. DTH H3MEPEeHHs Upes-
BBIYAalfHO BaXXHBI, MIOCKOJBKY CTpaTU(UKALUS PH-
cka nagueHTtoB ¢ [IMK ocHoBaHa Ha ToJIIMHE
CTBOPOK MHUTpAJIBHOIO KianaHa. IMeHHO nanueH-
THI C BBIPQXXEHHBIM MHKCOMAaTro3oM cTBOpok MK
MMEIOT XYAIIYK CUCTOJIMYECKYI0 W JUACTOIHYe-
ckyro pynknuro JDK, yto MmoxkeT ObITh 00ycioBe-
HO MOpaXeHUEM HHTpaMHuoKapauaibHoro M.

CyliecTBeHHbIE U3MEHEHHUs NPOU30LUIM U B
MMOHUMAaHUHN MOJEKYJISIPHBIX MEXaHU3MOB (HhOpMHU-
poBanus u nporpeccupoBanus [IMK. OcnoBHoe
perynupyrolee BausHue Ha ctpoenue 1M cTBo-
POK MHUTPAJILHOTO KJIallaHa OKa3bIBaeT TpaHChop-
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mupyroomuid dakrop pocra 6era (TGF-B), xoro-
pBId, SBIASCH MPOGQUOPOTHUYECKUM ITUTOKHHOM,
IIPUBOAUT K IOBBIILIEHUIO SKCIIPECCUN COCTABIISIO-
mmx DM kapananbHbIX GUOpPOOIACTOB U UX Jie-
rpajialliy, Yepe3 peryaIupoBaHue dKCIPECCUU Ma-
TPUUYHBIX MeTaJulonpoTenHas. bpulo mokasaHo,
YTO y ManueHTOB ¢ MukcomaTo3HbiM [IMK, mox-
BeprumuMcs mnactuke MK, mMmeer mecto rumnep-
nponykiuss OLIM mox BAUSHUEM 3K30T€HHOTO
TGF-B, omocpenopannas Smad”/, u p38 MAPK
(KOMIIOHEHTBI KJIACCHYECKOTO W allbTepHATHBHO-
ro TGF-B curnanpubIx mytei). Takxke mokaszaHo,
yTo yBenumueHue odorema DM B cTBOopkax MK
MOJIOKHUTEITFHO KOPPEIUPYET C MOBBIIICHUEM JKC-
npeccun TGF-B, a yposernr TGF-B xoppenupyer
C TOJIIIMHON CTBOPKH, YTO IOATBEPKIAECT POJIb
9TOr0 IMTOKMHA B MPOrpPEeCcCUPOBAHMH MUKCOMA-
To3a [19].

[ToMrMO HaCIENCTBEHHBIX CHHJIPOMOB HaMHU
OBUIO MPEUIOKEHO BBLACIATH PAI AUCIIACTHYe-
ckux denorumnos (D), 0ObeIMHESHHBIX HA OCHOBE
OOIIHOCTH BHEIIHUX W/MJIM BUCLEPAIbHBIX NPH-
3HAKOB W XapaKTepHU3YIIIUXcs Ooliee To0poKkade-
CTBEHHBIM TeueHueM [10]:

1. MASS — nogo6ublil peHoTun

2. MapdanouHas BHEITHOCTh

3. DnepcononoOHbIN (heHoTHI

4. lo6pokauecTBeHHas] TUIIEPMOOUIBHOCTD CY-

CTaBOB

5. Hexnaccuduuupyemslii peHOTHII.

MASS-nonooublii ¢peHoTUN (CHHOHUM: Map-
(haHOTIONOOHKIN (DEHOTHN) XapaKTepu3yeT Mallu-
€HTOB, KOTOpbIE MMEIOT MOTPAaHUYHOE pacIIupe-
HHE KOpHS aopThl (Z okomno 1,9-2,0) B coueTannu
C MHUOMHUEH W/WIHM TPOJANICOM MHUTPAIBHOTO Kila-
mana u HagugueM npuzHakoB CBCT menee 5 6an-
noB (mpu MASS-denotune — 5 6anos u 6onee).

MAP®AHONIHAA BHELIHOCTb

O mapganougnoii BHemHocTH (MB) criexyet
TOBOPUTH IIPHM HAJWUYHH IIPU3HAKOB BOBJICUCHUS
KOCTHOM CHCTEMBI U OTCYTCTBUU KIMHUYECKHU 3HA-
YUMBIX TPU3HAKOB BOBJICUEHMSI OpraHa 3peHus,
CEpIIEYHO-COCYIUCTON M ABIXaTEIbHOM CHCTEM.
KocTHas cucrtema cumMtaercst BOBJIEUEHHOH, eciu
BBISIBIICHBI 4 MallbIX KOCTHBIX IPU3HaKa y JIAIL
C aCTEHMYECKUM THIIOM TEJIOCIOKEeHUS [3].

B nuarnoctuke MB, kak u npu pacrio3HaBa-
HUU MHBIX TUCIUIACTHYECKUX ()EHOTHUIIOB, HCIIOIb-
3y1oTcs Ooliee MITKHe KpUTEPUU M3MEHEHUS KOCT-
HOM CHCTEMBI, Ye€M T€, KOTOpbIE BKIIOUYEHBI B
I'entckue xpurepun s onenku CBCT, npu nna-
rHoctuke CM — HCHONB3YyIOTCA IOIPaHUYHBIE
3HaYeHUs KOA(PQPUIUEHTOB TOJUXOCTEHOMEIHH
(PP: P>1,03 u B: H <0,89), Tonbko iBa (a HE TpH)

W3 TATH JIMIEBBIX Au3Mopduid, HeOOmbIIHE -
(dopmManMu TPyIHOW KIETKH, JIETKOE IUIOCKOCTO-
nue u ckoiauo3 [14, 15]. B nacTosimee Bpems mo-
Jy4eHbl CBHICTENBCTBA KIMHMYECKOW 3HAYMMO-
ctu MB  kak JAMCIUIACTHYECKOTrO (PEHOTHIIA.
YcTaHOBIIEHO, YTO [Jake B MOJIOZOM BO3pacTe
y TaKUX MAlMEHTOB Yallle BBIABISAIOTCS CEpIeUHbIe
aputmud [13] 1 TposSBIEHUS BET€TaTUBHOM IuC-
¢ysakuu [11, 12]. EcTh naHHBIE, 4TO NMPU3HAKU
MB Moryr paccmarpuBaTbCsi KakK CaMOCTOS-
TEJNBbHBIM MPEIUKTOP (GUOPMILIALUN Hpeacepauit
U CKJIEpPOJIET€HEPAaTUBHBIX MOPaXEHUH aopThl Y
JIAI CTapIIuX BO3PACTHRIX rpymm [1, 16].

DJiepconono0HbINH (PEHOTHI BKIIIOYAET MIMPO-
KU NHana3oH COCTOSHHUN OT «HEIMOJIHOTO» CHH-
apoma Oinepca—JlaHno 10 BecbMa JETKHX U KIIU-
HUYECKM MEHee 3HAuMMBbIX COCTOSHWM, TuarHo-
CTHPYEMBIX NPH HAJIMYUH MPHU3HAKOB BOBJICUCHMUS
KOKH, MBIIII, CyCTaBOB, a TaK)Xe cocyaoB. [naB-
HOE YCJIOBHE OTHECEHHMs MaIMeHTa K 3JIepCOoTo-
no0HOMY (eHOTHIY — HajJu4due HE MEHee ABYX
MaJIbIX MPU3HAKOB BOBJICUEHUS KOXKHU.

JoOpokayecTBeHHAsE  IUNEPMOOHMIBLHOCTH
CyCTaBOB JJUAarHOCTHPYETCA JIMIIb Ha OCHOBE MpH-
3HAKOB IIOBBIIICHHOH MOOWJIBHOCTH CYCTaBOB
U MOKET BKJIIOYATh B ce0sl KaK Ciaydau MOBBIIICH-
HOM MOOMJIBHOCTH, JAOCTUTHYTOH pETYISIpPHBIMU
(¢u3nYecKUMU TPEHUPOBKAMH, TAaK W TUIEPMO-
OMIIBHOCTH CYCTaBOB, B OCHOBE KOTOPOW Jexar
MyTallU{ T€Ha TeHacUuHa-X M IPYyTUX FeHOB, OT-
BETCTBEHHBIX 32 (OPMHUPOBAHHE CTPYKTYPHI
u (GyHKIHMK WHBIX OeikoB D1[M.

HEKTACCUPULIMPYEMbBIN PEHOTHUN

K nexnaccugpuuyupyemomy penomuny cneny-
€T OTHOCUTh «HecnelndpuuecKkue HapymeHusl coe-
JUHUTEIbHONH TKaHW». COINAacHO MepecMOTpPEH-
HBIM ['€HTCKUM KpUTEpUAM, K 3TOH KaTErOpUu OT-
HOCSITCS CITydaW BBISBICHUA 5 W Ooyiee 0aioB
CBCT y muu monoxe 20 ser 6e3 pacHmIMpeHHs
aoptsl 1 npusHakoB [IMK [17].

HawnbGonee pacnpoctpanenusiM D sBisiercs
MB — oxomno 15%, u B 1Ba pasa 4arie BBISIBISICT-
cs cpenu auy Myxkckoro nona. Ipyrue JI® BbisiB-
JISTIOTCSl CYIIECTBEHHO PEKE — DIIEPCONOA00HBIN
(enoTun BeIABISIETCS Bcero B 2% ciydaes, JIO-
OpoKadecTBEeHHAs THUIEPMOOMIBHOCTh CYCTaBOB
W Heknaccuuuupyembli Genorunsr mo 1% ciy-
yaes [13].

CyMMHpYysl BBIIIEU3II0KEHHOE, MOXKHO NMPUNTH
K 3aKJIIOYEHHIO, YTO CYIIECTBYET HEOOXOANMOCTb
yeTkoro pazaenenust Bceid rpynnsl HHCT Ha Ha-
CJIE/ICTBEHHbIE CHHIPOMBI M JIUCIUIACTHYECKHUE
¢enorunsl. Haumbonee pacnpocTpaHeHHBIM Ha-
CJIEJICTBEHHBIM CHHJIPOMOM SIBJISIETCS TIEPBUYHBIN
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OPUTMHAJILHBIE CTATbU

[IPOJIAIIC MUTPAJIILHOTO KJlalaHa, a Haubosee pac-
MIPOCTPAHEHHBIM U KIMHUYECKH 3HAYUMBIM JIHC-
miactTuaeckuM denotunom, — MB. JlanpHeiimme
KJIIMHUYECKHE U MOJIEKYJIIpHO-TEHETUUYECKUE HC-
cinenoanuss MB n HHCT, compoBokmaromnmxcs
Map¢haHOTOA00HBIM (DEHOTHIIOM, ITO3BOJIAT CyIIle-
CTBEHHO pAaCUIMPUTh HAIIM  TPEJCTaBICHUS
00 3TO# HaCIEeJICTBEHHO IETEPMUHUPOBAHHON Ta-
TOJIOTHH ¥ HAWTH KIIOYM K IPOPHUIAKTUKE LEIOTO
psAla acCCOMMUPOBAHHBIX C HEH 3a00IeBaHUN.
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