BEKTOP MOTOAEXHOW MEOULIMHCKOW HAYKMU, N2 2, 2024
THE VECTOR OF YOUTH MEDICAL SCIENCE, ISSUE 2, 2024
YOK 611.018

HEOUDDEPEHLUUPOBAHHAS AUCMNA3UA COEAUHUTENIbHOM TKAHU KAK
KOMMNEKCHOE NOJIUTEHHO-MYJNTIbTU®AKTOPUAJIbHOE 3ABOJIEBAHUE
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Lenb — mn3yuntb HegmnddepeHUMNPOBaAHHYIO AMUCANa3no coegmHutenobHom Tkanm (HOCT) Kak
MNOMNIEHHO-MYNTBTUGPAKTOPMANbHYO MATONOMMUKO C YYEeTOM 3TUOMaToreHesa, BAnaHMA GakTopoB
cpenbl, o06pa3a  KWM3HMK, O0OyCNoBAMBaKOWMX  CyOKOMMEeHcauumto, [OeKOMMeHcauuto U
MaHMbEeCTMPOBaHME MNATOMOMMYECKMX MPOABAEHUN MPU  HANMYUKM  KOHCTUTYLLMOHANbHOWM
NpenpacrnonoOXeHHOCTU.

MaTepuanbl 1 MeTogbl. MOMCK NUTepaTypbl, KaK B OTEYECTBEHHbIX, TaKk U B 3apyOexxHblX
SMEKTPOHHbIX Hay4YHbIX 6a3ax, onybnmMkKoBaHHOM B nepuon ¢ 1962 no 2023 roabl, OCyLLeCTBAAICH
Ha nmnatdopmax PUBMED, GOOGLESCHOLAR, SPRINGER, ELIBRARY, CYBERLENINKA 1 MpoBOOMACSH MO
KMOYEBbIM CMOBaM M TEPMMHAM, B TOM UMCe B MepeBOAe Ha aHMMMNCKMW 93blK, BKIOYAOLWMM
«ancnnasva», «aucnnasma CcoeauHUTENbHOM TKaHW», «HeaunddbepeHUMpPOBaHHbIE AOMCMIA3UMNY,

«HOCT», «coeguHUTENbHaa  TKaHb», «CTPYKTypa  COeOMHUTENbHOWM  TKaHW»,  «Bone3Hu
cCoeilMHUTENbHOM TKaHM».
PesynbTaTbl.  Oucnnasuva  coeguHuTenbHoM  TKaHu  (OCT) dBnaetca  reHeTudyecku

OeTePMUHMPOBAHHbBIM COCTOSHMEM, XapaKTepuayLlwmnmca gedeKrtaMm BOMOKHUCTLIX CTRYKTYP, B
ymcne KOTOPbIX KonnareH u gpyrue 6enku, M1 OCHOBHOMO BellecTBa COeAUMHUTENbHOM TKaHMW.
CyLLEeCTBYIOT pa3fniMyHble TUMbl KOMNareHa, Kotopble NpeobnagatoT B Pa3HbIX TKaHAX.

Ba)xHbIM 3BeHOM B AmarHoctuke OCT aBnaeTca ob6beKTUBHOE obcriefoBaHMe naumeHTa. MNpu
MccnegoBaHMM - KIMHUMYECKMX MPOABMeHMM  MCMNONb3YT npoueaypy nocregoBaTeslbHOro
pacrno3HaBaHWda Banbga nNpu BOBAEYEHMM B MPOLIECC He MeHee [OBYX CUCTEM OpPraHoB;
MPUMEHSIOTCA TakXKe AOMarHocTM4YecKkune KoadDUULMEHTbl U KOIPDULIMEHTbI MHPOPMATUBHOCTU
ONd9 KaXKgoro rMpu3Haka W onpegeneHuda ero BKIada B AMArHO3 UM MpPOrHosa TedeHud
ANCnnacTnyeckoro npouecca. N9 OUEeHKM MPOrHo3a TedeHWs OMCNNacTUMYecKoro npoLecca
MCMONb3yloT onpegeneHme OUOXMMUUYECKMX OMArHOCTUUYECKMX MapKepoB. MonekynapHo-
reHeTUYecKMe MeTobl MO3BOMAKT M3y4daTb CTPYKTYPY U NOKaNmM3auMo reHoB, UX NOAMMOPOHbIe
BapUWaHTbl, 9KCMPeCccHa KOTOPbIX BIMAET Ha CUHTE3 3/IEMEHTOB COeOMHUTENbHOM TKaHMW.

MmetoTca cBedeHMa O MOBbILLEHHOM pUCKe pPa3BUTUA BHe3amnHow cMepTn y 6onbHbix ¢ OCT,
CBA3aHHOM MPenMyLLIeCTBEeHHO C MNaTo/IOrMYecKMMMU  M3MEeHEeHUaIMM cepaedHOo-CoCyOMCTOM
cuctembl (CCC).

3aknwdeHune. CrteneHb BblpaxxeHHocT HOCT cucteM OpraHoB M OPraHoOB 3aBUCUT KaK OT
MCXOOQHOW reHeTUYeCKOM MpenpacrnoioXXeHHOCTU, TaK U OT BAUAHUSA cpelbl. C BHUMaHMEM K
KOHCTUTYLIMWU U HanmMuyuio npenpacrnonoxeHHoctn k HOCT 4enoBeka HeobxogmMo noabupaTb
nogxogsuime emMy MeToOOMKM MNPOPUNAKTUKK, YUUTbIBATb U KOPPEKTMPOBaTb 06pa3 »M3HMK,
nUTaHMe, NpPpM HeobXoOMMOCTM OCYLLECTBNATbL CBOEBpPeMeHHoe nedeHune. Bonblioe 3HadeHune
nMeeT onpepeneHne deHoTunuyeckmx npusHakos OCT. OgHako HeobxoouMbl AanbHenwune
mccnegoBaHMa B 06MACTUM M3YYEeHUMs HOBbIX KPUTEPUEB, OLEHKU UX cheunduYHOCTU U
4YBCTBUTENBHOCTMW.

KntoueBble cfoBa: AMcnnasuva, AnMcnnasma coeanHuTeNbHOM TKaHW, HegnbdepeHLUMPOBaHHbIE
auncnnasnmy, coeaunHuTenbHada  TKaHb, CTPYKTypa coeagnHUTENbHOM TKaHW, 6one3Hu
coeHUNTEeNNbHOM TKaHMW.
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UNDIFFERENTIATED CONNECTIVE TISSUE DYSPLASIA AS A COMPLEX
POLYGENIC MULTIFACTORIAL DISEASE
ILYINA E.A., POLONSKAYA K.V.

KURSK STATE MEDICAL UNIVERSITY (KSMU)
305041, 3, K. MARX STREET, KURSK, RUSSIAN FEDERATION

OBJECTIVE: TO STUDY UNDIFFERENTIATED CONNECTIVE TISSUE DYSPLASIA (UCTD) AS A POLYGENIC
MULTIFACTORIAL PATHOLOGY, TAKING INTO ACCOUNT ETIOPATHOGENESIS, THE INFLUENCE OF
ENVIRONMENTAL FACTORS, LIFESTYLE, CAUSING SUBCOMPENSATION, DECOMPENSATION AND
MANIFESTATION OF PATHOLOGICAL MANIFESTATIONS IN THE PRESENCE OF A CONSTITUTIONAL
PREDISPOSITION.

MATERIALS AND METHODS. THE SEARCH FOR LITERATURE, BOTH IN DOMESTIC AND FOREIGN ELECTRONIC
SCIENTIFIC DATABASES PUBLISHED IN THE PERIOD FROM 1962 TO 2023, WAS CARRIED OUT ON THE
PLATFORMS PUBMED, GOOGLESCHOLAR, SPRINGER, ELIBRARY, CYBERLENINKA AND WAS CONDUCTED BY
KEYWORDS AND TERMS, INCLUDING IN ENGLISH TRANSLATION, INCLUDING «DYSPLASIA», «DYSPLASIA
CONNECTIVE TISSUE», «UNDIFFERENTIATED DYSPLASIA», «UCTD», «CONNECTIVE TISSUE», «CONNECTIVE
TISSUE STRUCTURE», «CONNECTIVE TISSUE DISEASES».

RESULTS. CONNECTIVE TISSUE DYSPLASIA (CTD) IS A GENETICALLY DETERMINED CONDITION
CHARACTERIZED BY DEFECTS IN FIBROUS STRUCTURES, INCLUDING COLLAGEN AND OTHER PROTEINS, AND
THE MAIN SUBSTANCE OF CONNECTIVE TISSUE. THERE ARE DIFFERENT TYPES OF COLLAGEN, AND DIFFERENT
TYPES OF COLLAGEN PREDOMINATE IN DIFFERENT TISSUES.

AN IMPORTANT LINK IN THE DIAGNOSIS OF CTD IS AN OBJECTIVE EXAMINATION OF THE PATIENT. IN THE
STUDY OF CLINICAL MANIFESTATIONS, THE PROCEDURE OF SEQUENTIAL RECOGNITION OF WALD IS USED
WHEN AT LEAST TWO ORGAN SYSTEMS ARE INVOLVED IN THE PROCESS; DIAGNOSTIC COEFFICIENTS AND
INFORMATION COEFFICIENTS ARE ALSO USED FOR EACH FEATURE AND TO DETERMINE ITS CONTRIBUTION TO
THE DIAGNOSIS AND PROGNOSIS OF THE COURSE OF THE DYSPLASTIC PROCESS. PHENOTYPIC
MANIFESTATIONS OF CTD ARE OFTEN CONSIDERED IN THE CONTEXT OF THE FORMATION OF CLINICAL AND
FUNCTIONAL SYNDROMES. MOLECULAR GENETIC METHODS MAKE IT POSSIBLE TO STUDY THE STRUCTURE
AND LOCALIZATION OF GENES, THEIR POLYMORPHIC VARIANTS, THE EXPRESSION OF WHICH AFFECTS THE
SYNTHESIS OF CONNECTIVE TISSUE ELEMENTS.

THERE IS EVIDENCE OF AN INCREASED RISK OF SUDDEN DEATH IN PATIENTS WITH DST, ASSOCIATED
MAINLY WITH PATHOLOGICAL CHANGES IN THE CARDIOVASCULAR SYSTEM (CVS).

CONCLUSION. THE DEGREE OF SEVERITY OF UCTD OF ORGAN SYSTEMS AND ORGANS DEPENDS BOTH ON
THE INITIAL GENETIC PREDISPOSITION AND ON THE INFLUENCE OF THE ENVIRONMENT. WITH ATTENTION TO
THE CONSTITUTION AND THE PRESENCE OF A PREDISPOSITION TO NDST, IT IS NECESSARY TO SELECT
APPROPRIATE PREVENTION METHODS, TAKE INTO ACCOUNT AND ADJUST LIFESTYLE, NUTRITION, AND, IF
NECESSARY, CARRY OUT TIMELY TREATMENT. THE DETERMINATION OF THE PHENOTYPIC SIGNS OF CTD IS OF
GREAT IMPORTANCE. HOWEVER, FURTHER RESEARCH IS NEEDED IN THE FIELD OF STUDYING NEW CRITERIA,
ASSESSING THEIR SPECIFICITY AND SENSITIVITY.

KEYWORDS: DYSPLASIA, CONNECTIVE TISSUE DYSPLASIA, UNDIFFERENTIATED DYSPLASIA, CONNECTIVE
TISSUE, CONNECTIVE TISSUE STRUCTURE, CONNECTIVE TISSUE DISEASES.
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AKTYAJIbHOCTb

3aboneBaHna, B OCHOBe mMaToreHesa
KOTOPbIX JIEXXUT AMNCMNAa3mMa CoeanNHUTENbHOMN
TKaHKM (OCT), npencrtaBnaOT Cepbe3Hyto
npobnemy, MOCKOMbKYy MOryT OblTb conps-
YKEHbl CO CHMIXEHMEM KauyecTBa IYKU3HMU
mauMeHToB, YyTpaToM  TPYOOCMOCOOBHOCTH,
MHBaNMOM3aUMen M B HEKOTOPbIX Chy4daax
MPUMBOONAT K JIETA/IbHOMY MUCXOAOY.

Ouvcnnasunm coegunHunTenbHOM TKaHW
3aTparmBatoT BaXHble CUCTEMbI OpraHM3Ma
(onopHo-aBUraTenbHYO, CcepaeyYHO-cocyamc-
TYHO, HEPBHYIO, MOYENONOBYI, MNULLEBAPU-
TENbHYIO CcuUCTeMbl W gpyrue) [23, 26, 29].
N3BeCcTHO, 4TO Hanuuyme OOHOBPEMEHHO
HECKONTbKUX DEHOTUMUYECKMX MPOSBIEHUN
OCT conpa»eHo ¢ yBeMYeHMEM pPUCKa
BO3HWMKHOBEHUA OPYyrux naTtonornv coegm-
HUTENbHOM TKaHW opraHoB [5 36, 37].
BakHbIM B npegoTBpalleHnn dopMnpo-
BaHUA TsXKeMblXx MPOABAEHUN AOuMcriasnm
aBnaeTca MHPoOpPMMpPOBaHMeE MNaumeHToB 06
obpase »XM3HU, CNOCOBHOM NPenoTBPATUTL
HapyLleHMe KOMMEeHCATOPHbIX MexaHW3MOB.
MauneHTaM C THKenbiMn opMamMm BaXKHO
BOBpEMS MPaBU/IbHO MOCTaBUTb AMArHO3 U
CBOEBPEMEHHO MPOBECTU JedYeHne, B TOM
ymncne xupyprudyeckoe [10, 34, 35]. Takum
o06pa3oM, HeobxooMMO n3ydyeHmne n obobule-
HVMe [OaHHbIX O COCTOSHUKM MpPoGneMbl
CBOEBPEMEHHOW [OMArHOCTUKKM, MNpodunak-
TUKN N nedeHna OCT 1 ee NpoaBReHUn.

MATEPUWAIbl MW METObI
NCCIEOOBAHWNYA

NMoncK nnuTepaTypbl, KAk B OTEYECTBEHHDbIX,
TaK 1N B 3apyBeXXHbIX MEeKTPOHHbIX Hay4YHbIX
6a3ax, onyb6nmMKoBaHHOM B nepuopf ¢ 1962 no
2023 rogbl, OCyLIEeCTBAANCA Ha niaTdopmax
PUBMED, GOOGLESCHOLAR, SPRINGER,
ELIBRARY, CYBERLENINKA 1 MpoBOOMSICA MO
KMOYEBbLIM CIOBaM U TEPMUMHAM, B TOM Ymcne
B nepeBoae Ha AHTNTMNCKNIA A3blK,
BK/IOUAOLWMX TaK CMloBa KaK. «OAnCriasnsa»,
«Ancnnasng coegnHmUTenbHom TKaHm», «QCT»,
«HeanoddepeHUMpPOBaHHbIE auvcnnasmmn,
«HOCT», «coeOUMHUTENbHAA TKaHb», «CTPYK-
Typa COeOUHUTENbHOWM TKaHW», «BoNne3Hu
coegMHUNTENbHOM TKaHW».
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PE3YJIbTATbl MCCITEOJOBAHUNA
N NX OBCYXXOEHWE

Oduncnnasuna coegmHuTenbHom TkaHm (OCT)
aBndgetca reHeTn4YecKn NETEPMUHMNPO-
BaHHbIM COCTOSAHMEM, XapaKTepW3yoLMMCS
nedeKTaMm BONOKHUCTbIX CTPYKTYP U OCHOB-
HOro BelleCcTBa COEAMHUTENbHOM TKaHWU [4,
32, 33], UMeloLWnM NporpegmeHTHoe TeueHme.
YKazaHHble OedeKTbl NpMBOOAT K Hapylle-
HUIO PopMOOBPa30BaHUA OPraHoOB M CUCTEM
M MOryT OKa3blBaTb 3Ha4YUTENIbHOE BIIUSAHME,
TaK KakK coefMHUTeNbHasa TKaHb, COCTaBngaeT
50-80% obLlen Maccbl Tena 1 BbINOMHAET paa
BaXKHbIX GYHKLIMIM B opraHusme [4, 30, 31].

B ocHoBHOM 3aboneBaHMe xapakTepu-
3yeTca HapyLeHMeM CUHTEe3a KolareHa uim
Opyrnx 6enkoB — 31acTuHa, PUOPUNIUHA,
TeHacumHa [1, 19, 29]. HacneactBeHHbiMKM OCT
aBnqatoTca  3aboneBaHUs, 00YyCNOBNEHHbIe
HapyweHMaMm MopdoreHesa coeguHUTeNb-
HOM TKaHW. HapylweHuna MoryT O6biTb obyc-
NOBMAEHbl UBMEHEHMAMM CO CTOPOHbI HaKTO-
POB poOCTa (B TOM 4uncne TpaHchopMUMpYyto-
wmx  daktopoB  pocTta-B  (TGF-B)), wuX
peLenTopoB, creunmduyeckmx TpPaHCKPUM-
LIMOHHbIX dakTopoB [14, 27, 28]. U3MeHeHMda B
CTPYKTYpPE KOMMOHEHTOB, BOBJIEYEHHbLIX B
CETb IKCTPaLETIONAPHOIrO MaTpPUKCa, MOryT
npMBOAUTL K HapylweHuto dopmMoobpaso-
BaHUS OpraHoB 1 cucTteMm [18, 25, 26].

KonnareHbl — CEeMEeNCTBO CTPYKTYPHbIX
6enKoOB BHEK/1ETOYHOIro MaTpMKca coeguHU-
TeNbHOW TKaHW. B OaHHOWM CTaTbe Mbl He
oynoeM noapobHO  OCTaHaBNMBATbCA  Ha
OUMOXMMUMYECKMX OCOBEHHOCTAX, 0bpaTUMm
NVWb BHUMaHWeE, YTO B COCTaB KoJjlareHa
BXOOAT MWUMWH, anaHWH, NPOJSIMH, OKCUMPO-
AVMH W OKCUNM3UMH, U 3HaHWe 3Toro dakTta
BaXXHO ANa  MOHMMaHUA  0ocobeHHOoCTeMn
nabopatopHoM AOMarHOCTUKKM. CyLLecTBYOT
pa3nIM4YHble TUMbl KoslareHa. B pa3Hbix
TKaHAX MpeobnagatoT pasHble TUMbl KoMna-
reHa. B TOM umcne KonnareH Urpaet BaXKHYyo
pPonb B POPMUPOBAHUM KOXKU, CBA3OK, dac-
unm, cyxoxkumnum 13, 14, 21]. lNpwn 3ToM
konnareHbl I-lll TMNOB BcTpedatoTca Hambo-
nee 4yacTo.

MN3BECTHO, YTO MyTaLlMM B FreHe KoslflareHa
| YacTo NPUBOLAT K PA3BUTUIO HECOBEPLUEH-
Horo ocTteoreHesa (OMIM 166200, 166210,
259420, 166220) [14, 22, 24]. KonnareH Il Tmna
BXOOWT B COCTaB XpSALWEN M CTEKTOBUOHOIMO
Tena. MyTaumm B reHax konnareHa ll Tuna ne-



-XKaT B OCHOBe xoHApoaucniasmm m odptanb-
MonmaTun.

YCTaHOBMNEHO, 4TO WU3-3a [eHeTUn4YecKu
06yCNnoOBMEHHOro HapyLUleHUs CUMHTEe3a KOfl-
nareHa lll Tmna, cBA3aHHOro ¢ OedULMTOM
PepMEHTOB, YCKOPSAKLIMX €ero npoTeonms,
BO3HMKAET OMNCMPONOPLLIMOHANbHOCTb B COOT-
HOLLEHWMK KOMMareH-npoKoareH, B pesysb-
TaTe Yyero cMelleHne NpPoncxogmT B CTOPOHY
NnpoKofiflareHa, npmMBogaulee K rMoBbILLEHUIO
coaepykaHua He3penoro 6enka B TkaHAax [16,
20, 23].

Kak 6blno y»ke cka3aHo Bbiwe, OCT MoryT
OblTb CBA3aHbl U C OCOBEHHOCTAMW CTPOEHUA
OPpYyrux 6enKoB MU perynatopoB UMX CUHTE3a.
JnactmH  gBNdgeTca  TakXKe  OoAHMM U3
OCHOBHbIX 6€enKoB CBA304YHOro annaparTa,
MOCKOMbKY 6narogapsa eMy TKaHW CMoCOOHbI
pacTarmBaTbCad W 3aTeM CaMOCTOATESIbHO
NpPUHMMaTb nepBOHaYalibHYO dopmy.
Bnarogaps Hanuuuio OaHHOro 6enka Koyka,
TKaHW cepphua, cCocynoB, NIerkmx, KMWeyYHmnKa
N CYyXOXXMNINA NPOABMASAOT CBOU XapaKTepHble
a/1acTuyeckme CBOWCTBA. DUGPUNANHDI
BXOOAT B COCTaB MUKPODUOPUNNAPHDIX
npoTenHoB, GOPMUPYIOLLIMX OCHOBY 3/ac-
TWUHA, MNO3TOMY HacneacTBeHHble GUBPUNNU-
HOMaTMM TaKXe COCTaBNAKT OTOENbHYIO
rpynny 3aboneBaHuwn [14, 15, 25]. B xumu-
YeCKMM COCTaB OCHOBHOIO BelllecTBa coeaun-
HUTENbHOM TKaHW BXOOAT MPOTEOrNMKaHbI,
MUKoNpoTeMabl, COMMN  Kanbuwua, Kanug,
MarHug, HaTpusa [2, 19, 25].

BaxHbiIM 3BeHOM B gumarHoctmke [OCT
aBndaeTca obbeKTUBHOE obcnegoBaHue
naymeHTa, MoO3BONAKOWEee BbIGBUTb KX
deHoTUNMYecKme npoasneHma (Hanpumep,
rMNepMoBbUNbHOCTb CYCTaBOB, MOBbILLEHHYO
3M1aCTUYHOCTb CBA30K, OCOBEHHOCTU CTpoe-
HUA WeWnHoro otaena v gpyrve natosiornm
MO3BOHOYHWKA, OedopMalMio CTOM, BOPOH-
KOOOpa3Hyto M KuneBuaHyo gedopMaumm
rpygHom knetkun) [8, 17, 18]. OTMeyeHo, 4To
Hannume xoTa ©Obl 3-4 GeHOTUNUYECKMxX
npusHakoB OCT co3gaeT oOCHOBaHMe [On4
NPEeanonoXXeHMa O HAaNMYMKM NaToNOrMm MNu
NpenpacnoyioXxXeHHOCTU K HUM W B OPYrux
opraHax u cucrtemax [5, 13, 16].

B HekoTopbIX paboTax npennaratoT TpaK-
TOBaTb  KIAMHWYECKME  MNPOoSABMeHUA  MNa-
umeHToB kak [OCT npun BOBMeYEHUM B
npouecc He MeHee [OBYyX CUCTEM C
MCMOSIb30OBaHMEM  MpoLuenypbl nocnego-
BaTeNIbHOro pacno3HaBaHMa Banbga [10, 12,
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20]. Takxke pa3paboTaHbl U PeKOMeHO0BaHbI
K MPUMEHEHUIO B KIMHMUYECKOW MpaKTUKe
anarHoctnyeckmne KoapdOULMEHTbl U KO3IPD-
dnuMeHTbl MHPOPMATUBHOCTM O KaXXOoro
Mmpuv3Haka W onpegeneHns ero Bk/ada B
ANarHo3 W1 ana onpegeneHnsa nporHosa
TeyeHUsa aucnnactmyeckoro npotecca [9, 11,
20]. Ha HacToawmMm MOMEHT 4acTo PeHOoTU-
nnyeckne nposasneHmna OCT paccMaTpmBaroT
B KOHTeKcTe dOPMUPOBAHUA  KIIMHUMKO-
PYHKLUMOHaMNbHbIX CUHOPOMOB. YIIOMMHAIOT B
TOM 4yuCcfe CUHOPOM PacCTpPOWCTBa BereTa-
TUBHOW HEPBHOM CUCTEMBbI, TPpoOMbGoremMop-
parnMyeckmm CUHLPOM, KNarnaHHbIM CUHOPOM,
CMHOPOM MAaTONOrMnKM CTOMbl, CUHOPOM MNaTo-
NOorMn opraHa 3peHus, CMHOPOM XPOHUYec-
KOW apTepuanbHOM T[MUMNOTEH3MUN, CUMHOPOM
rMNepMoObUNbHOCTM  CyCTaBOB, CUHOPOM
ocTeonaTuy, CUHOPOM  OUCIIACTUYECKOMN
NoONMHEBPOMNATUN, CUHOPOM MNPOTPY3IUU U
penakcaumm Ta3oBoro aHa.

Takke o0cobbll MHTepec AOna nanbHen-
LIero M3y4dyeHms MoXKeT MpedcTaBiAaTb CBA3b
OCT C TakMMM CUMHOPOMAaMM, KaK CUHOPOM
apTepuranbHOM rMNepTEH3UN, CUHAOPOM
PENPOOYKTUBHbLIX  HapyLUEeHWN, CUMHOPOM
aHeEMUUN. DTN CUHAOPOMbI HEKOTOPbLIE aBTOpPLI
cBa3biBatoT ¢ OCT, xota cBa3b ux ¢ AOCT
MOYEeT OblTb MeHee O4YeBUOHOM Ha MNepBbiM
B3rnaa. NonydyeHme HOBbIX OaHHbIX O POMU
OCT B pa3BUTUM STUX CUHOPOMOB MOXKET
AaTb HOBYIO MHbOPMaUMIO ON19 KOppeKumm
3TUX COCTOSAHUIN. TakXKe BO3MOXHO O6yaeT
ycTaHoBfeHo, yto y JACT n pdaga cMMNTOMOB
MOryT ObiTb obuiMe MPUYKMHBbL (HanpuMep,
aednLUnTbl onpeneneHHbix BeLlecTs).

N MocKonbKy MCMNofib3yeMble CUMMTOMbI U
Kputepun OCT HecneunpuuHbl, MOXeT Mo-
TpeboBaTbca  yrnybneHHbln  gnddepeH-
LMaNbHO-AMArHOCTMYECKMI MOMUCK C MpUMe-
HeHreM nabopaTopPHbIX U UHCTPYMEHTamNb-
HbIXx MeToaos [7, 8, 10].

0Ng oueHKM NPporHo3a TedeHusa gucnnac-
TUYECKOro npoLecca MCrofb3yT onpege-
neHve OGUOXMMUYECKUX OMArHOCTUYECKUX
MapKepoB, B 4YaCTHOCTU TMOPOKCMMAPONMNHA
(TOM) B 6MONOrnMYecKMx XMOKOCTAX (KPOBb,
MoYa WM [Op.) Kak Ba)XHOro Mapkepa Mnpu
pacrage KosulareHa B TKaHaX. CHUXKeHue
KOHUeHTpauum Ol B KpoBWM B 2 pasa U
6onee paccMaTpPUBAIOT Kak Moka3aTesb yrHe-
TEHWS Mpouecca pacnaga KoajlareHa B
coeaunHUNTENbHOM TKaHW. YBenmyeHme OTHO-
LIeHMa KoHueHTpauum MOl Kk ceobogHOMY



CBMOETENbCTBYET O HapylweHun bdbubpunno-
reHesa B MOBPEXOeHHbIX TKaHax [5, 6, 10].

PazBuTHe MOJSTIeKYNAPHO-TEeHETUHECKIMX
MeTOOOB cOenano BO3MOXHbIM  UM3ydYeHune
CTPYKTYPbl U TOKaNM3aLUnM reHoB, a TakKe UX
nonMMOpdHbIX  BapWMaHTOB,  3Kcrpeccus
KOTOPbIX B/MAET Ha CUHTE3 3/1eMEeHTOB
coeguHUTENbHOM TKaHW [3, 4, 19]. Bbiiun
mccnegoBaHbl reHbl 6enka  ¢ubpunnmMHa
(FBN1, FBN2, FBN3), pa3sHbix TUMNOB
konnareHa (COLIA, COL3A, COL4A, COL5A,
COL6A, COL7A, COLI4A, COLI7TA 1
n30dbopMbl) U MHOMMe  Jpyrue  rexbl,
kogmpytowme 6enku, B ToM uucne obep-
MEHTbl, OTBETCTBEHHbIE 33  perynauuio
CUHTe3a 6enKoB CoegMHUTENBbHOM TKaHU [12,
24]. MNpw 3TOM B 4acCTW BbIABTIEHHbIX C/ly4aeB
ONa BO3HWMKHOBEHMA 3aboneBaHMa O0CTa-
TOYHO MYyTaUMKM NNLLb B OOHOM reHe, MHorga
MPUYMHAMKM  MNATONTIONMYECKUX U3MEHEHUM
MOryT 9BMATbCA HECKObKO reHos [1-3].

Boigendaior  gnddepeHuUMpoBaHHble U
HeonddbepeHUMpoBaHHble dopMbl 3abone-
BaHUM CcoeguHUTENbHOM TKaHW. B nepsyto
rpynny BXoOAT MoHoreHHble [OCT, cpenu
KOTOPbIX CUMHAPOM MapdaHa, CUHOPOM
Snepca-JaHnoca, HeCOBEPLUEHHbIM OCTeO-
reHes u apyrve, a BO BTOPYK — MOMUIEeHHO-
MynbTudakTopuanbHble OCT [9].

Ona BbigeneHHow rpynnbl HOCT xapak-
TEPHO BAMAHME CpPenoBbiX GaKTOPOB MNpu
HaNnMUYMKM TFeHETUYECKOM MPenpacrionoXeH-
HoCTUK [19]. B 3TOM pakypce paccMaTpuBaeTcs
COYETaHHOE BMAHUE reHeTudeckux pede-
KTOB M PaKTOPOB BHELUHEW cpefbl, K YMCy
KOTOPbIX OTHOCAT AedULUT BaXKHbIX HYyT-
puneHToB (Hampumep, CA, P, F, SI, SE, ZN, Cu,
FE, MG, MN, CO 1 ap.; NpoOBUTaMMH B-KapOTUH
n BUTaMuMHbl A, C, E, D2, rpynnb B),
HeagekBaTHoe NuUTaHme, HecbanaHCUPOBAH-
Hble dU3nyeckme Harpyskm, Hebnaronpmar-
Haa 3Konormyeckas ob6CTaHOBKA, MCUXOIMO-
LMOHaNbHbIN CTpecc M npodee [30, 32]. B
3aBUCMMOCTM OT CTeMeHW BAUFHUA 3TUX
dakTopoB HAOCT MoryT MNposBnATLCA KakK B
6onee paHHMe NMepumoabl OHTOreHesa, Tak U B
6onee nosgHue [9, 11].

TaknM 06pa3oM, COBpeMeHHOe COCTosAHME
pa3paboTaHHOCTK MpobneMbl NpennonaraerT,
4UTO HapylleHUsa Npu GopMUpPoOBaHUN cCoeamn-
HUTENMbHOWM TKaHW MPUBOLAAT K MaToNorun-
4eCKOMY opraHoreHesy u HapyLeHUaM GyH-
KU OMOPHO-OBMIaTENbHOM, CEpPAEeYHO-CO-
CyOUNCTON, HEPBHOW U OPYrMX cuctem [23, 26,
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33]. Mpwn >TOM cpeaun BblOeNeHHbIX TPYyMNmM
ocoboe MecTo 3aHMMaloT HapylleHusa B
OMNOpPHO-ABUraTeNbHOM CUCTEME (apaxHOOdaK-
TUNNE, KUNeBUaHaa W BOPOHKOOOPa3Has
gedopmauma rpyoHOM KMAETKU, CKOMUOTMU-
yeckas gedopmMauma MO3BOHOYHWMKE, YCU-
NEeHHbIN  KUPO3, NaTONOrMM BEPTYXKHOM
BNaguHbl, AaedopMaunm depena, rmnepmMo-
OGUNBbHOCTb CyCTaBOB, MSTOCKOCTOMNMeE, PaHHUM
OCTEeOMopO3 U T.I.), MU3MEHEHUS KOXU U
MbILLL, (3aXXKMBNeHne aTpoduyeckmx pyoLoB
no Tuny «nanmpocHom Bymarum», coe-
pouaHble obpa3oBaHMa B 06/1aCTU NOKTEN U
KONEHEN, MbllleYyHas rMMNoTOHUS, TUMOTPOo-
dna Mbllll, FMNepP3nacTUYHOCTb, FPbIKKM U
Mpofarnchbl opraHoOB Masioro Tasa, nocneone-
paUMOHHbIE TpPbbKM WM T.M.) [33], ogHako
BbIi3blBAOT WHTEpPEC W MHOMoYUC/IeHHblIe
nccnegoBaHua Ha npegMet maydeHunsa OCT
cepaoeyHo-cocyamcTom, HepPBHOW, ObiXaTesb-
HOWM, NULLEBaAPUTENBHOW, MOYEMO0BOM CUC-
TeM, opraHa 3peHuda [9, 27, 36].

NmetoTca cBegeHMss O  MOBbILIEHHOM
pPUCKe Pa3BUTMA BHe3anmHoOM cCcMepTn Yy
6onbHbix ¢ [OCT, cBA3aHHOWM MpenmylLlec-
TBEHHO C MATOMOMMYECKUMN U3MEHEHMAMM
CCC (nponancbl KnanaHoOB, aHeEBPM3Ma MeX-
npencepaoHon NeperopoakM, paspbiB aopThl,
pa3pblB  aHEBPW3Mbl COCYdOB [OIOBHOIO
Mo3ra) [28, 29].

BblBOAbl

KOHCTUTYUMOHaNbHaa MNpeapacnofioxeH-
HOCTb K HeaunddepeHUMpPOoBaHHOW OUCMhna-
31N COeUMHUTENbHOW TKaHW Mo BIMAHMEM
dakTOpOB Cpedbl KM obpasa  XKM3HU C
TeYEHMEM BpPEMEHUM MOXKEeT MNPOoABNATbCS
CUMMTOMaMM MOPAXKEHUA Pa3INYHbIX Opra-
HOB W CWUCTEM, B TOM 4YuUC/le OMNOPHO-
aBuratenbHom cucteMmbl M CCC. CTeneHb
BblPaXXEHHOCTM 3aBUCKUT KaK OT MCXOOHOM
reHeTMYeCKOM MpeapPacrnooXeHHOCTH, TaK U
OT BIUAHUA cpefbl. [penpacnonoyXeHHOCTb
K OUCrIasmy COeOUHUTENBbHOM TKaHU He
BCerga HeraTMBHO CKa3blBAETCH Ha KayecTBe
XXU3HM 4YenoBeka. C MoOMpaBKOM Ha KOH-
CTUTYLUMIO 4YesloBeka HeobxogMMo  nofa-
6upaTb NogxogaLime emMy MeToanKM npodu-
NaKTUKW, YUYUTbIBaTb U KOPPEKTUPOBaTb 06-
Pa3  MU3HU WU  TUTWMEHY TMUTaHUga, npu
HeobBXOOAMMOCTM OCYLLLECTBATb CBOEBPEMEH-
HOe neyeHune.

HecMoTpa Ha WMPOKMIA crnekTp nabopaTo-



-PHbIX MEeTOOOB WCCNegoBaHUA, B KIAMHU-
YEeCKOW MpaKTUKe Mo-npexHemy 6onblloe
3HayveHMe wuMeeT onpefeneHve ©GeHoTU-
nmyeckmnx npumsHakoe LOCT, B TOM u4ucne
MCNOMb3YIOT  KpUTEpUm bentoHa  gn4
onpeneneHns rmnepMobmnbHOCTM, AnarHoc-
TUYECKME KOIPPULMEHTbI N KOIDDUMUMEHTDI
nHpopmMaTMBHOCTM npwm3Hakos LOCT [10, 17,
31]. B HacTodLllee BpeMa NoaBAAKOTCA HOBble
JaHHble O BO3MOXHoOW ponn OCT B
natoreHese 3aboneBaHMM, MO3TOMY aKTyallb-
HbIM MOXeT OblTb AOanbHenwee UnlydyeHue
HOBbIX KpPUTEPMEB, OLEHKa WX cneumu-
OUUHOCTM UM YYBCTBUTENBHOCTU.  Takxke
0Ccobbll  MHTEepec MOXeT MNpeacTaBnaTb
pa3paboTka KpuUTepmeB HeobXxoaMMOCTMU
npoBefeHMa OOMOSIHUTENbHbLIX TeHeTu4Yec-
KUX nccrnegoBaHUn.

CoBpeMeHHasa TeHOEeHUMA N3YyHeHMA OaH-
HOW rpynnbl MATONOMMYeCKMX COCTOAHUM
OUKTYeT HeobXxoQMMOCTb PaCLUMPEHMIN reHe-
TUYECKUX WnccnenoBaHUM. BbiaBneHune pwu-
CKOBbIX MONMMOP®HbIX BapWaAHTOB [EHOB,
oetepMmHmpyrowmx passutme OCT, genaert
BO3MOXHbIM MPOrHO3MpOBaHMe MNaToNornim
OpraHoB Ha OCHOBEe [OaHHbIX [EeHOTUMMK-
poBaHUA. HoBble pe3ynbTaThl, MoflydeHHble B
aTOM  obnactv, MOrytT  CcrnocobCcTBoOBaTb
CBOEBPEMEHHOMY OCYLLECTBIEHUMIO HEODOXO-
OVMBbIX  CheuManmM3mpoBaHHbIX MNpoduiak-
TUYECKUX MepOornpuaTMn, a TakKe NOMoYb B
Bblbope MpaBWAbHOM TaKTUKU NeYyeHus Ha
PaHHUX 3Tanax Pa3BUTUA MNaTONOMMN.

KOH®OJTMKT MHTEPECOB

ABTOPbLI OeKNapupyloT OTCYTCTBME ABHbIX
N MOTEeHLUMANbHbIX KOHMIMKTOB MHTEPECOB,
CBA3aHHbIX C nNybnuMkaumen HacTosulemn
PYKOMUCK (MHTEpEeChbl OTHOCUTENbHO MNyO6Nu-
Kauumn).
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