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Pe3rome

Cpenu HaCIEeACTBEHHBIX HAPYIICHUI COSTMHUTEIBHON TKAHH TPYIINa 3a00JIEBAHUH € TIATOIOTHEH BOIOKHUCTBIX CTPYKTYP

AKCTPAIEIUTIONIIPHOTO MaTpUKca MpeicTaBieHa OOIBIINM KOJTHYECTBOM CHHPOMOB, MHOTHE U3 KOTOPBIX TPAIUITHOHHO OTHO-
CATCS B OTCYCCTBCHHOM JTUTEpaType K HeanhhepeHIIMPOBaHHOM AUCIUIA3HH COCTMHNUTEIBHON TKaHH. B cTarbe mpemioKeHbl
MTOJIXOIbI K JMArHOCTHKE M KJIACCH(DUKAIIUH 3TOU MATOJOTHH C YUECTOM KOHIICTIIIUH (PCHOTUITHYIECKOTO COCMHNUTEIbHOTKAH-
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Abstract

The group of heritable connective tissue disorders with alterations of fibrous structures of extracellular matrix includes a
large number of syndromes, many of which are traditionally classified in Russian literature as «Undifferentiated Connective
Tissue Dysplasia». This article presents an approach to diagnosis and classification of this disorder in the light of the concept
of phenotypic continuum of connective tissue disorders and based on the data from the literature.
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Konnenmust HacieICTBEHHBIX HapYIICHUI COCIMHHU-
tenpHON TKaHu (HHCT), oOyciioBiIeHHBIX pa3IudHBIMH
MOHOTCHHBIMH Je()EKTaMH €€ COCTAaBHBIX JJIEMEHTOB,
mpemiokera V.A. McKusick B cepeuHe mponmioro Beka.
Ee pasBuTHE mMpoMCXOMMIIO M TPOJODKAETCS HA OCHOBE
TIPUHIIMIIOB KIMHWYECKOW T€HETUKN (TeHEeTHYEeCKOW rere-
POTEHHOCTH, BapuaOeIbHOCTH M TUICHOTPONHM3MA), 110 MY TH
OIIpEe/IeIICHHSI TICPBUYHBIX U BTOPHYHBIX ()OPM, BBISBICHUS
MOJIEKYJIApHBIX fedexroB. Ocodoe mecto B rpynmne HHCT
3aHMMAIOT HaCJIECTBEHHBIE 3a00JIEBaHUSI BOJIOKHUCTHIX
CTPYKTYP 3KCTPAIEIUTIONSIPHOTO MaTpHKca, Ipe/ICTaBICH-
HbIE OOJIBIINM KOJIMYECTBOM Pa3HOOOPA3HBIX CHHAPOMOB

(curapomel Dnepca-Janno (CO[1), Mapdana (CM), rpymmna
mapdanononoousix curapomos (MIIC), HecoBepieHHBIN
ocreorene3 (HO), cunapoM BsION KOXKH, dIacTUYECKas
MICEBJIOKCAHTOMA U JIPyTHUe), HEU3MEHHBII HHTEpEeC K n3yde-
HHIO KOTOPBIX COXPaHSETCsl BO BCEM MUpE Ha MPOTSHKEHUN
[OCJIEHUX JECATUWICTU. Pe3yabTaToM 9TUX UCCIIEJOBAHUN
CTaJIO OTIHMCaHNE HEU3BECTHBIX PaHee COCTOSIHUIN U MpeJiio-
JKCHUE HOBBIX KJIACCH(UKALMOHHBIX MOJXO0/0B, TAKUX KaK
Busdpanickue kpurepuu st COJI, [eHTCKHE KpuTepru
st CM, knnaccudukanus D. Sillence gist HO. IapannensHo
c(OpMHUPOBAIOCH HOHMMAHKE TOTO, YTO BBIPAKEHHAsI TeTe-
POr€HHOCTb COEIMHHUTEIILHOTKAHHO MaTOJI0IMU HE MOXKET
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ATbHAs
TUTICPTCH3UA

OBITH McUepraHa HU OJHOW KIlacCHU(UKAIMEH — CKOJIb OBl
TOYHBI ¥ TIOJIPOOHBI HA OBUTH KITacCH(MKANH, OHU HUKOT/A
HE OXBaTsT BCEX BO3MOXHBIX KJIMHUUECKUX (hOPM, U BCeria
HeoOxonuMo OyJeT BBIZECNICHHE pPa3ielioB, BKIIIOYAIONINX
poOaH/I0B ¥ NX CEMbU C BapHaHTaMH, HE TIOJIAI0IINMHUCS
TOYHOMY KitaccuunmpoBanuio. C ydeToM 3TOro BayKHEHIIIeH
(yHKIMEH COBpEeMEHHBIX Kiaccu(UKaui 3a0oneBaHui,
otHocsuxces k rpynne HHCT, cunrtaercsd, Hapsay ¢ oTpa-
JKEHHEM COBPEMEHHOT'O COCTOSHHS BOIpOCa, 0003HAYEHHUE
HalpaBJCHHs JaJlbHEHIIEero MCCIe0OBaHUS KIMHUYECKON
npo6iemsl [ 1]. Takxe HCOOXOTUMO TTOTYCPKHYTh, YTO BO3-
MOXXHOCTb TIPEJICTAaBUTh CTPOTHE KPUTEPHH U AJTOPUTMBI
JIMAarHOCTHKH CYIIECTBYET TOIBKO /TSl OTPAaHMYEHHOTO YHCiIa
CHHJIPOMOB W MIX BapHaHTOB, JUIsl OOJIBIIMHCTBA YK€ U3 HUX
TaKue KPUTEPUH HE ONPEICJICHbI M IMarHOCTHKA BEIETCS 11O
CJ/IeNIaHHBIM paHee ONMCAaHUSIM, MUHUMaJIbHBIM JIHarHOCTH-
YECKHM TIPH3HAKAM.

CkJ1ajipIBaeTCs BIIeYaTIeHHe, YTO C KITMHUYECKOH TOUKH
3peHnsl BCE HacJeICTBEHHBIC 3a00JIEBaHNSI BOJOKHUCTBIX
CTPYKTYp 3KCTPALEIUTIONSIPHOTO MAaTPUKCa COCTABISIOT
(eHOTHTIMUECKUI COETMHUTEILHOTKAHHBIH KOHTHHYYM,
HaYMHAIOIIUHCS OT N3BECTHBIX MOJMCUCTEMHBIX CHHIPOMOB,
C OJTHO¥ CTOPOHBI, M 3aKaHIMBAIOIIMICSI MOHOCHCTEMHBIMH 1
MOHOCHMIITOMHBIMH, TakuMHU Kak MM VP 2 (MIM 607829)
[2], MMVP 3 (MIM 610840) [3], Myopia 3 (MIM 603221)
[4], Ectopia lentis isolated (MIM 129600) [5] u Tak nanee,
¢ apyroii. O cyniecTBOBaHMH TAaKOTO KOHTHHYyYMa CBHJE-
TEJIbCTBYET HE TOJIBKO ONMHMCAaHWE MHOXECTBAa BapHaHTOB
Col, CM, HO, MIIC, HO u rpynnsl «IepeKpeCcTHBIX)
CHHJPOMOB, Takux kak Marfanoid hypermobility syndrome
(MIM 154750), o6benuusitonnii mpuznaku CM u COJ]
[6-7], Osteogenesis imperfecta/Ehlers-Danlos crossover
syndrome (MIM 120160.0041) — ¢eHoTHIIMUESCKMH «TTe-
pexpect» mexny COJ] u HO [8], Loeys-Dietz syndrome,
type 2A (MIM 608967), nmeromuii MpU3HAKK CHHPOMOB
Jloiteca-/Iutna u cocyauctoro CO/I [9]. O denoTHIIIUIECKOM
KOHTHHYyME TOBOPST U M3BecTHbIe naHHbIe M.J. Glesby n
R.E. Pyeritz (1989), xacarouiiecst O0JIBIION IPyIIBI 00T~
HBIX ¢ nposBiIeHMsIMH CM (JUTMHHBIE KOHEYHOCTH, J1eop-
Malus TPyIHOHN KJIETKH, aTpoHuUecKne CTPUH, Ipojarc
mutpansHoro knarnana (IIMK), msrkas qunaranust KOpHS
A0PTHI) IIPU OTCYTCTBHUHU €TO TUATHOCTHYECKUX KPUTEPHEB.
[Tpu mombITKaX KIMHUYECKON KJIACTEPU3AIMN aBTOPAMH He
OBUIO TOJYYEHO PEe3yJbTaToOB HU NPH CTpaTH(UKAINHU 110
MK, vy ipu cTpaTuduKayy Mo AUIATAUH A0PTHI, a KITU-
Hrueckni penornn narpenTos ¢ [IMK npencrassin coOoit
koHTHHYYM oT CM no u3onuposanHoro [IMK Bcnencrsue
MHKCOMATO3HBIX M3MEHEHHUH CTBOPOK. BBLTO MpeoxkeHo co-
3m1anue cyOKiIaccu(uKanny, OCHOBAaHHON Ha TEHETHUECKUX
1 OMOXMMHUYECKHX MapKepax, BBIIBUHYTO PEIICHNE CUUTATB,
YTO ATH TAIMEeHTH UMErT «overlap heritable connective
tissue disorder», u 6611 IpHHAT akpoHUM «MASS phenotype»
(MASS syndrome, MASS phenotype (Mitral valve, Aorta,
Skeleton, Skin), MIM 604308) mist 0003Ha4YeHUST JTAHHOTO
cocTostHMs. B anpHelem npu ncciaeJoBaHuH MalueHTa ¢
MaToJIOTHEH, yIOBIEeTBOpstoNIel XapakrepuctukaMm MASS
tdenoruma (IIMK, gommxocTeHOMEI s, MUOITHS, CTPHH, 11U~
pHWHA a0pTHI HA YPOBHE BEPXHEH rpaHUIIBI HOPMBI ITPH CTaH-
JIapTH3aI|H 110 TIIOIIAIN TOBEPXHOCTH Tela), O0HapyKeHa

OB30P

mytanust rena FBN 1 [11], uto o6benuanno MASS denorun
¢ pa3nuuHbIMU BapuanTaMu CM, ayTOCOMHO-TOMUHAHTHOM
9KTOTIMEH XpyCTallKa, CeMEHHOI BRICOKOpOocIocThio (Mar-
fanoid skeletal syndrome, MIM 134797.0023) [12].
KaxoBo MecTo «HenndhepeHIMpoBaHHOM UCTIIA3HH CO-
€IMHUTEIILHOMN TKAaHW B COEIUHUTEIbHOTKAHHOM KOHTHHYYME
HHCT c naronorueil BOIOKHHUCTBIX CTPYKTyp? TepMUH «1uc-
TUTA3Hs COCIMHUTEIIFHON TKaHM» (connective tissue dysplasia),
JIOCTATOYHO JAaBHO M3BECTHBII B aHINIOA3BIYHOMN JIMTEpaType
[13], Hamen mmpokoe pacnpoCcTpaHEHHE CPEIH OTEUECTBEHHBIX
uccreoBareneil, HaunHasi ¢ koH1a 80-x — Hadasna 90-X ronos
npouaoro Beka. OH MPOYHO 3aHsUT CBOE MECTO B HAYUYHBIX
paboTax ¥ IMOCTENIEHHO BHEAPHIICS B MPAKTHKY, OJHAKO 3a-
4acTyI0 MCIONb30BaJIcs st onpenenenns oosix HHCT,
BKJIIOUAsl YK€ U3BECTHBIE CHHAPOMBI, UTO MPUBOAMIO K
Metogoioruueckod myranuue. B 1993 r. O.B. Jlucuuenko
U COaBT. OBUIO MPEUIOKEHO MOHATHE «HennpdepeHn-
POBaHHOW nucCIUTa3nu coeauHuTeNbHON TKaum» (HJCT),
BKJTIOUHMBIIIEE B CEOsI TPYIITY OOJIBHBIX, HE YKIIAIbIBAIOIINXCS
B PaMKH ONMUCAHHBIX CMHAPOMOB. I pynmosoe nousitue HACT
00beanHsICT pa3HOOOpa3HbIE COCTOSIHUS, OTHOCSIINECS K
HACJIEICTBEHHBIM HAPYIIEHUSIM COCAMHUTENBHON TKaHU C
MPHU3HAKaMU EPBUYHBIX U3MEHEHUH 3KCTPALEILTIONIIPHOTO
MarpuKca y O0JIbHBIX C pa3HBIMHU MO KOJIMIECTBY M KaUeCTBY
Ha0OpaMy MMPU3HAKOB, HE OTBEYAIOIINX KPUTEPHSIM IMarH03a
yIKe OIMCaHHBIX CHHIPOMOB (TIPEXK/Ie BCEro TakKx, kak CM,
CO/1, HO u cocTostHNMit, BXOISIINX B KPYT UX AU PepeHIIn-
AJIFHOTO IMarHo3a). Takum 00pa3oMm, ¢ HallleH TOUKH 3peHUs,
HJCT sBasiercst o0bennHenneM HeauddepeHInpoBaHHbIX
HHCT c¢ naronorueil BOTOKHUCTBIX CTPYKTYpP DKCTpalen-
JIFOJISIPHOTO MaTpHKca. DT0 00beANHEHNE UMEET MPU3HAKH
«cuHapoma (hopmanibHOTO rene3ay (1o J.M. Opitz), Bkimodas
B ce0s HemM((hepeHIMPOBaHHbBIE BPOXKACHHBIE COCTOSHHS C
HEM3BECTHOM JTHONOTHEH M MPEANONIOKUTEIFHO OOIUMHA
JTUCMOP(OTEeHETHYECKUMH MeXaHU3MaMu (h)OPMHUPOBAHHS
0 MpHU3HAKy OOmHOCTH (eHOTHNHYECcKuX uepT. Mmes
(opmanbusbiit Xapakrep, HIACT sBisieTcss HICTOYHUKOM JUTs
BBIJICIICHUS] HOBBIX CUHAPOMOB. AJIEKBaTHas AMAarHOCTHKA
stoii Tpynnsl Henudpepernnnpoanusix HHCT Bo3moxkHa
JIUIIb MIPYU MCIOJIb30BAHUU B Kau€CTBE JUArHOCTHUYECKHX
KPHUTEPUEB CTPOT0 000CHOBAHHOTO TIepedHs (PeHOTHIIHYEC-
KHX IIPU3HAKOB HA NIEPBOM ATl U MPOBEJEHHUS TOJIHOLIEH-
HOH 1 depeHnnanbHoil AnarHocTuk Ha BTopoM. Cpenn
JIUarHOCTUYECKHX, Ha HAIll B3NS, MOTYT pacCMaTpUBAThCS
JIUIIb NPU3HAKHU, SBISIIOIIUECS BBIPAXKEHUEM HapyIICHUI
OCHOBHBIX (DyHKIIMH COEAMHUTENILHON TKaHW — HH(OpMa-
IIMOHHOM (TIepesaun nHPOpMauy JeHCTBHS U CTPYKTYPBI)
1 QyHKIMH oOecTIeueHns CTPYKTypHOH Mopdosoruu (Mexa-
HUYECKOW CBS3M ANIeMeHTOB cucteMsbl) [15]. Kimmanueckue
npusHaku H/ICT Bo MHOTOM CXOZHBI C TAKOBBIMH, XapaKTe-
pusyrommu «oounbime» cuanapombl HHCT ¢ maronorueit
BOJIOKOH KCTPALEIUTIONISIPHOTO MATPHKCA, IPH TOM CTENIEHb
UX BBIPAKEHHOCTH, KaK MPABUIIO, CYIIECTBEHHO MEHBIIE.
K 0CHOBHBIM U3 HMX MOYKHO OTHECTH TaKUE, KaK yBEIUUECHUE
pa3Maxa pykK, JUIMHBI HOT, apaxXHOJAKTUIHs, JOINUXOAAK-
THIINS, BAJIBIyCHas jeopMmanus KOHEYHOCTEH, CKOJINO3,
Kn(03, «II0CKasi CIHHAY, Aonuxonedanust, nedopmanns
TPYIHOHN KIETKH, MUKCOMATO3HOE M3MEHEHHE KIIAlaHOB
cep/Ia, HapynIeH!s pepaKkiuy, yBeIMIeHHE 3IaCTHIHOCTH
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KOXH, CBSI30K, KarcyJI, KJIAITaHOB, XOP/[, COCYANCTOH CTCHKH
1 TaK Jlajiee ¥ BO3HUKAIOIINE BCIEICTBUE ITOTO MIEPBUYHOE
IPOIadMpOBaHKE CTBOPOK KIIAITAHOB, YBEINYCHHE THAMETPA
KPYIHBIX apTepuii, MOBBIIIEHUE PACTIKIMOCTH BEHO3HOM
CTEHKH U HEJJOCTaTOYHOCTh (DYHKIIMOHUPOBAHUS BEHO3HBIX
KJIAIIAHOB C BapUKO3HBIM M3MEHEHHEM BEH, BapHKOIEJe,
CIIOHTaHHBIH ITHEBMOTOPAKC, THIIEPMOOHMIBHOCTh CYyCTaBOB
(I'MC), Bruttouast cycTaBbl TO3BOHOYHHKA, TIOJIBBIBUXH M0O3-
BOHKOB, ITPUBBIYHBIEC BEIBUXH CyCTaBOB, HAPYIICHUS OCAHKH,
TUTOCKOCTOIINE, BUCLIEPOIITO3BI.

BTopbIM U BaXHEHIIUM 3TANoOM JUArHOCTHYECKOTO
rporecca NMpyu OOHapyKEHUH MPU3HAKOB HACJIECTBEHHON
TIATOJIOTMH BOJIOKOH 3KCTPAIEIUTIONIIPHOTO MaTpHKCa, SIB-
JsieTcs MPOBEICHNE TOIHONEHHOTO Tu(depeHInaTIbHOTO
JIMarHo3a Ul UCKIIOYEHHS YK€ M3BECTHBIX CHHIPOMOB,
otHocsmuxcst K HHCT, BropuuHOl cOeAMHUTENBHOTKAaHHON
TIaTOJIOTHH, TIPOTEKAIONIEH ¢ MOpa’keHHEM JKCTPALEILITIO-
JISIPHOTO MAaTPHKCA, a TAKKe JUIS BBIJCIICHUSI HOBBIX, €IIe
HE ONHMCAHHBIX CHHJIPOMOB. 32 BpeMsI TPUMEHEHHS TEPMUHA
«HACT» 8 MIM (Mendelian Inheritance in Man — karasor
T€HOB U TeHETHYECKUX HapyIICHUH YeJI0BeKa, CO3AaHHBIN 1
penaktupyemsrii V.A. McKusick u ero kommeramu u3 Johns
Hopkins University) ObuTH BHECEHBI COCTOSIHUS, KOTOpPbIE
B OTEUECTBEHHOH JITEpaType 10 TPaJUINH IPOIOIKAIOT
OTHOCHTECS K HennddepeHmpoBanHbM. Cpenu HUX, Ha-
npumep, Takue kak MASS syndrome (MIM 604308), Mitral
valve prolapse, familial (MIM 157700), Joint laxity, familial
(MIM 147900), Mitral valve prolapse, myxomatous 2, 3
(MIM 607829, 610840), Marfanoid hypermobility syndrome
(MIM 154750), Scoliosis, idiopathic, susceptibility to (MIM
181800), Marfanoid skeletal syndrome (MIM 134797.0023)
u psin Apyrux. [laHHast Tpagunusi HCKYCCTBEHHO YBEITHUH-
BaeT KOJIMYECTBO «HeAU((HepeHIMPOBAaHHBIX» MAIMEHTOB
(3a9acTyIo JIMIIB TIOTOMY, YTO OHH ITPOCTO «He Tuddepentm-
poBanb» BpauoM). C 1eJIbI0 PEOI0ICHNS 3TO TeHICHIINH
TIPE/IIaraloTCsl apryMEeHTHPOBAHHbIE KJIaCCH(HKAIIMOHHbIE
nonaxonsl [16—17], mpeanpuHUMalOTCs MONBITKA CO3IaHUs
cucteMbl OamnpHO#M nuarHoctukd HJACT W oTaenbHBIX
cocTosiHul BHYTpH ee [18], omHako Bompoc Bce elle Jajek
oT cBoero paszpemeHus. CI0KHOCTh TU(PepeHIIPOBAHNS
cuaapomoB BHyTpu HJICT oOyciioBieHa TeM, 4To 3TO Io-
HSITHE OOBETMHSCT KpaiHe pa3HOOOpa3HbIe COCTOSHHS U3
COETMHUTEITLHOTKAHHOTO KOHTHHYYMA, SIBIISFOIHECS KITMHH-
YEeCKUM BBIPaKEHHEM OTPOMHOTO KOJTMYECTBA FeHETHYECKUX
Je(heKTOB BOJIOKHUCTHIX KOMITOHEHTOB AKCTPALEIUTIOIISIPHOTO
Marpukca. TeopeTHdeckr B mpeesiax JaHHOTO KOHTHHYY-
Ma BO3MOXKHO CYIIECTBOBaHHE 000N MO3aWKH M JII0OOTO
konuuecTBa (0T | 10 MakcHMaJbHO BO3MOXKHOTO, HO HE
TTO3BOJISIIONIETO TMarHOCTUPOBATh M3BECTHBIE CHH/IPOMBI)
MIPU3HAKOB Yy TMalKeHToB. bynyun oObequHeHHeM ele He
mddepennnposannbix cuaapomon, HIACT obnagaer BbI-
pakeHHOH ()EHOTHUIMMYECKOH MPOTSHKEHHOCTHIO, B CBS3U C
4yeM OaJuTBbHBIH 1TOX0 1, PAaOOTAIOIINIT TPH TNArHOCTHKE OT-
JIETIBHBIX CHHJIPOMOB, TIPH TPUMEHEHNH K IAHHOMY 00be/TH-
HEHHIO OKa3bIBaeTCs HECOCTOATENbHBIM. KonmuecTBeHHas
OLICHKA MOJKET TIOMOYb JIUIIB JUIsl pa3/IeJICHNs TTAI[IEHTOB C
TIPU3HAKaMH COEIMHUTEILHOTKAaHHOM 1TaTOJIOT MU Ha NMETO-
muX OoJbIIIee U MEHBIIEE X KOJIMYECTBO, HO HE ITO3BOJISIET
OT/ICJINTH MAlMeHTOB, NMEIOIINX COCANHUTEIFHOTKAHHYIO
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MaTOJIOTHIO, OT JIUII, HE NMEIOIINX ee, U, TeM OoJjiee, onucarh
HOBBIE CHHIPOMBI. MINTH K nanpHeHmuM 0600mmeHnsM (Bo
BCSIKOM CITydae TeM M3 HHX, KOTOPBIE OKa)KyTCSl BO3MOXK-
HBIMH), K JaJbHEHIIEeMy COBEPIICHCTBOBAHNIO HAYYHOMH
knaccudukannn HHCT ¢ maronorueid BoJIOKOH 9KCTpanen-
JIFOJISIPHOTO MaTpHUKCa MOYKHO, Ha HaIll B3TJISIL, TOJIBKO Yepes
OT/IeNTbHBIC HAOIIOCHNS], Yepe3 MOUCK U BBIIETIeHHE HOBBIX
crenuduIecknx (PEHOTUTIOB C BBISBICHUEM JIEKAIUX B UX
OCHOBE MOJIEKYISIPHO-TEHETHYECKIX W OMOXMMHUYECKHUX
HapymeHni. Takoii moaxon OyzeT cnocoOCTBOBAaTh yMEHb-
IICHHIO YHCIa Hen(pPEepeHIIMPOBAHHBIX MMAIINEHTOB, XOTS,
C IpyTo¥ CTOPOHBI, ITOSIBIICHHE B MOJIE 3pEHHSI KITMHUIMCTOB
HOBBIX MyTaIli IPUBEJET K TOMY, 9TO Bcerna OyayT ocTa-
BaThCst OOJIbHBIC, CEMBH 1 CHHIPOMBI, HE YKJIa [bIBAIOIIHECS
B PAMKH U3BECTHBIX MaTOJOTHH.

OnHuM U3 00CYXKIaeMBIX BOMPOCOB JHATHOCTUKH SIB-
JSIETCSl POJIb AHTPOIIOMETPHUYECKUX 0COOCHHOCTEH, MaJIbIX
aHomanuii passutus (MAP) — cturm nu3sMmOpuorenesa,
MOPOKOB Pa3BUTHS. XOTSI OHM HE MOTYT OBITH ITPH3HAHBI
muarHoctuaecknmu kpurepusmu HACT kak Henuddepen-
IIMPOBAHHOTO OOBEANHEHNS, NX TIIATEJIbHAST PETHCTPaLs Y
Ka)KJI0T0 MallMeHTa KpaliHe BaKHa, YIUTHIBasI MOTCHIHAb-
HOE 3HaueHHE AAHHBIX U3MEHEHHUH JUIS BBIIEJICHHS HOBBIX
cuHIpoMOB. Taxke He0OXOANMO TOMHHUTb, YTO PA3JINIHbIC
COCIMHUTEIbHOTKAHHBIE HApYIICHUS! ¥ TOPOKH Pa3BUTHUS
SBIISIIOTCSL YacThIO CHelMPUIecKnX (PEHOTHUIIOB MHOTHX
M3BECTHBIX 3a00JIEBaHN, HE OTHOCSIINXCS K TEPBUYHBIM
HHCT.

[IpoBenenne mpodeccruonansHoro nugdepeHuars-
Horo auarHos3a B pamkax HJICT sBnsiercs TpymoeMKuM U
HepeJKo TpeOyeT COBPEMEHHOTO TEXHUUECKOTO OCHAIIICHHS,
JIOCTYITHOTO HE BCEM MEINIMHCKUM YUPEKACHISIM. B sT0i
CBSI3H, C IIPAKTUYECKOI TOUKH 3PEHUSI, Bpady MPEeXk/Ie BCETO
HY)KHBI 3HaHUSI O TIOTEHIMAJIBHO OMACHBIX ISl )KHU3HHU CO-
cTosiHusX, Takux kak CM, COJ1, HO, cunapom Crukiepa u
JpyTHe, yMEHNE UX BBIABIATH U a/IeKBATHO MOHUTOPHPOBATD
BO3MOXXHOE Pa3BHTHE KIMHUYECKOW KapTHHBL B ciydasx,
KOTI/Ia TI0ciie MPOBEACHUsI 00CIeIOBAaHNS M 0053aTeIBbHOTO
CEeMEHHOT0 KOHCYJIBTHPOBAHUS HU OHO W3 MMEIOIIUXCS B
JUTEpaType ONMCAHNI CHHIIPOMOB HE COBIAIACT C HAOIIO-
JTaeMOH KIIMHUIECKOH KapTUHOW M OTCYTCTBYET OOBEKTHBHAS
BO3MOXXHOCTB ITPOBEICHUS JalbHeHIero tudQepeHnuaib-
HO-/IMarHOCTHYECKOTO MONCKA, HA HAIll B3MJISI, BO3MOXKHO
(hopMynupoBaTh AMAarHo3 Kak HeAu(PepeHIHPOBAHHOE
HHCT c mapdanononobusm (1100 351epconogo0HbIM,
00 CMENIaHHBIM) (EHOTHIIOM C YKa3aHHEM BO3MOXKHOTO
Kpyra nuddepennuaipHoro uarnosa. [lanee Heodxonumo
MPOBECTH MMOCHHAPOMHYIO KOHCTATAIMIO HAIIMYUS COEIH-
HUTEIbHOTKAaHHOW TMATOJOTHH (JUCIUIACTHYECKOE Cep/lle,
I'MC, naronorust ckejera, BUCHEPONTO3bl U TaK Jalee),
CIUTAaHUPOBATH MCIIOIB30BaHKE PAa3paOOTaHHBIX JUTS JAHHBIX
CHHJIPOMOB ITOIXO/IOB K JICYCHHUIO ¥ HalpaBJieHne O0JIBHOTO
(ceMbH) JUIS1 KOHCYJIBTAllMM B TEHETUUECKUH IEHTP, IIEHTP
HHCT. AbcomoTtHas He0OXOIMMOCTE CeMEeHOTro 0bceno-
BaHMs 0OYCIIOBJICHA TEM, YTO FeTEPOTeHHOCTh (DEHOTUTIOB
MOXXET OBITH 00YCIIOBIIEHA HE TOJHKO MOJIMMOP(HU3MOM Te-
HOB, HO M HETIOJTHOM DKCIpeCcCcue W/UiH eHEeTPaHTHOCTEIO,
M TOTJIa IMarHO3 MOXKET OBITh «COOpaH» TOJIIBKO B CEMBE.

Takum 06pa3om, B yCIIOBHSX (PEHOTHITNIECKOTO COCIIH-
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HHUTEJIFHOTKAHHOTO KOHTHHYYMa HU INarHOCTHKa, HY KJac-
cudukamms HACT, kak rpynmsl HeauddepeHInpoBaHHbIX
HHCT c naronorueil BOTOKHUCTBIX CTPYKTYp JKCTparen-
JIFOJISIPHOTO MaTPHUKCA, HE MOTYT OCYIIECTBIISITHCS TOJIBKO Ha
OCHOBaHWH KOJIMYECTBEHHOTO MO/IX0/1a. /IMarHOCTHIEeCKUMHU
JUTSL TAHHO TPYIIIBI TOJDKHBI OBITH TOJIBKO IPU3HAKH, OTpa-
JKarolye HapyIeHus pyHKINN H3MEHEHHOH COeTMHNUTEIhb-
HOW TKaHW, BKHEHIINM 3TAIlOM JHAarHOCTHUKH SIBIISETCS
nposesieHne TUQdepeHInaILHOTO AUarHo3a ¢ JaabHEHIIM
MOUCKOM cIlenu(puIecKuX (HEeHOTHUIIOB, MO3BOJSIOMINX
BBISIBUTH HOBBIE CHH/POMBI, & 3aTeM M UX TeHETHYECKHE 1
OMOXMMHYECKHE MapKephl, YTO CO3JaCT OCHOBY IS Aajb-
HEeWIINX KIacCHU(PUKAIIMOHHBIX PEIUIOKESHHUH.
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