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The article presents a review of literature dealing with the causes of onset, clinical manifestations of dysplasia of the connec-
tive tissue and its relationship with visceral pathologies.
Key words: connective tissue, connective tissue dysplasia, children

K aK M3BECTHO, CoevHUTENbHasA TKaHb pa3BMBaeTCA U3 Me-
3EeHX1MbI, KOTOpasa AaeT Ha4yano BHELLUHEe CTONb He roXo-
XUM Opyr Ha gpyra TKaHsaM: KOXe WU KOCTAM, KPOBM U Nnumde,
rmagkvm mbiiyam u xpswam. HassaHHble TKaHW o6beauHsaeT
He TONMbKO O6LLiee MPONUCXOXOEHNE, HO N OBLLHOCTb CTPYKTYpbI
n yHKuuKn [1]. MHoroo6pasme n CrnoXXHOCTb MOpPonorum u
PYHKUMM COEeNHUTENBHOW TKaHW npepnonaraet akTUBHOE
y4acTue OCHOBHbIX €e 9NeMeHTOB B pasBUTUN MHOIMMX BUOOB
naronoruu [2]. OrpoMHOE YMCNO 3BEHBEB, COCTABMALLNX CUC-
TEMY COeONHUTENbHON TKaHW, KaX[oe U3 KOTOPbIX KOHTPOMU-
pyeTcs reHaMm 1 MOXeT UMETb MOBPEXAeHNe NocrnefHnx, cos-
[aeT ycrnosusl Ons reHeTU4eCkon reTeporeHHoCTV aHomanui
passuTnsa 1 3abonesaHui, NPOTeKaloLWmMX C NopaKeHnem co-
eAVHUTENbHON TKaHu [3].

BpoxpaeHHyo naTtonornto COeAUHUTENBHON TKaHW, NposiBns-
IOLLIYHOCA CHUXKEHWEM ee NMPOYHOCTU, NPUHATO 0603Ha4aTb Tep-
MWHOM «aucnnasus» [2, 4]. ducnnasusa coeguHNTENbHON TKaHu
npeacTaBnsgeT CO60M YHUKarbHYO OHTOreHeTUYecKyo aHoma-
N0 pasBUTUA OpraHnu3mMa, KoTopas OTHOCUTCA K YMCIY CIOX-
HbIX, AaNIeKO He M3Y4YeHHbIX BOMNPOCOB COBPEMEHHOW Meauuu-
Hbl. 1o 9TUM TepMUHOM cnefyeT MoHMMaTb aHOMarnuio TKaHe-
BOW CTPYKTYPbl, MPOSABAOLLYIOCS B YMEHbLUEHUU COAepXKaHus
OTAENbHbLIX BUOOB KoOMfareHa unv HapyLleHunM MX COOTHOLUe-

Ana KoppecnoHaeHuUn:

LWnnses Pyponbd PocTncnasosuY, JOKTOP MEAULIMHCKUX HayK, mpodheccop,
3aBefyloLmi kadeaport hakynsTETCKOW U roCnNUTanbHOW neagvaTpum

1 3HOOKPVHONOrUM, pekTop iBaHOBCKOW rocyapCTBEHHON MEAULIMHCKOM
akagemMuu

Appec: 153462, r. MiBaHoBo, np. ®. OHrenbca, 8
TenedoH: (0932) 26-4580

Cratbsi noctynuna 09.01.2003 r., npuHsTa K nevaTtn 05.06.2003 r.

HUSA, 4TO NPUBOAUT K CHUXEHUIO NMPOYHOCTU COEeOUHUTESIbHON
TKaHU MHOIMX OpraHoB un cuctem. CnefacTBMemM aToro ABMseTCs
paccTponcTBO roMmeocTasa Ha TKaHeBOM, OPraHHOM 1 opraHua-
MEHHOM YPOBHSIX, YTO COMPOBOXAAEeTCs pas3nnyHbiIMU MOPAO-
PYHKUMOHASIbHBIMU HapyLLUEHUAMU BUCLEepasribHbIX U JIOKOMO-
TOPHbLIX CUCTEM C MPOrpeaneHTHbIM TedeHnem [2, 3, 5].

B ocHOoBe gucnnasuu coeavHUTENbHON TKaHW nexar morse-
KYNAPHO-reHETUYECKME U OHTOreHeTU4Yeckue, natoreHeTuye-
CKMe MexXaHM3Mbl, KOTOpble NPUBOAAT K UBMEHEHUAM ee CTpY-
KTYpbl U PYHKUUKW. TKaHeBble aHOManuu OHTOreHesa TECHO
CBfi3aHbl Kak C HapyLeHUs MW CUHTe3a KosnareHa u gonopun-
fioreHesa, Tak U C M3MEHeHuAMW ero 6uoperpagauuu, dep-
MeHTonaTuaMu, geekramm (prOpoOHEKTUHA, 3NacTUHA, MNKO-
npoTenaos, NPOTEOrNNKAHOB, a Takxe ¢ AedUUMTOM pasnmy-
HbIX KODaKTOpPOB (PEPMEHTOB (Meau, LMHKA, ackopObWHOBOWM
KMCNOTbI, KUCopoga u ap.), y4acTByroLmux B 06pa3oBaHnm no-
nepeYvHbIX KOBANEHTHbIX CBA3eN, HeOOXOAMMbIX ANs cTabunu-
3auunun KonnareHoBbIX CTPYKTYp [1, 5-7].

Oucnnasusa coeuHUTENbHOM TKaHW npeactaBnseT cobom
MHOIOYPOBHEBbIN NPOLECC, CBA3aHHbIN Kak C KONMMYeCTBEHHbI-
MU, TaK U C KQ4eCTBEHHbIMU N3MEHEHUAMU OCHOBHbIX €e CTpY-
KTyp. Begyluee 3Ha4yeHne B pasBUTUN KITMHUYECKOW KapTUHbI
Oncnnasnm coevHUTENbHON TKaHU UMEIOT MyTaLun reHoB, KO-
ONPYIOLLNX CUHTE3 U NPOCTPAHCTBEHHYIO OpraHM3auuio Konna-
reHa, OTBETCTBEHHbIX 3a POPMMPOBAHME KOMMOHEHTOB 3KCT-
pauensionapHOro MaTpukca, a TakXe MHOrO4YMCieHHbIX dep-
MEHTOB, NPUHUMALNX y4acTue BO BHYTPU- U BHEKNETOYHOM
co3peBaHuK KomnnareHa n npoueccax uépunnoreHesa [2, 6].
YanvHeHue (MHCepumsa) v yKopodeHue (geneums) Lenm Kon-
nareHa, pasHoobpasHble ToYe4dHble MyTaLuu, CONpPOBOXAar-
LMecs 3aMeHON faxke 0gHON aMUHOKUCIIOTbI, BbI3bIBAOT HApYy-
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LeHne o6pal3oBaHUA rnonepeYdHbIX CBA3en B MOMEKyre Konna-
reHa, yMeHbLUEeHME ero TepMUYeCcKon cTabunbHOCTU, 3amensie-
HWe cnupaneobpasoBaHUs, N3MEHEHUE NOCTTPaHCAALNOHHBLIX
MOAMMUKaLUN U YCUNEHNE BHYTPUKNETOYHOW Aerpagauun [8].
AHOManbHble TPUMEPLI KofflareHa runepyyBCTBUTENbHbI He
TONMbKO K MOBbILLEHWIO TemMnepaTypbl, HO U K U3MeHeHuo pH, 1
MexaHn4eckuM Harpyskam [9]. B cBoto o4epefdb, HapyLleHue
61ONOrMYecKnX CBOMCTB KonnareHa NnpuBoguUT K NPorpeaneHT-
HOCTU COEOUHUTENbHOTKAHHbIX HapYLLUEHUA Ha YPOBHE TKaHewn
1 opraHuama B uenom [3].

B HacToslLLee BpeMs NOSBUINCL CBEAEHUS O PONN 3K30reH-
HbIX (DaKTOPOB B pa3BUTUM e30praHn3aunmn coeguHUTEbHON
TKaHu. Tak, B.Steinmann ¢ coasTopamu (1993) nokazanu, 4to
pasHoobpasne KINHUYECKUX NPOSBIEHUN Aucnnasuvm coenu-
HUTENTbHON TKaHU MOXHO OOBbACHUTb HE TONMbKO MyTaunen pas-
JINYHBIX FEHOB U BapnabesibHON 3KCNPEeCCUBHOCTLIO OOHOMO
13 HUX, HO U fencTBueM cpefoBbix dakTopos [10]. NokasaHo,
4YTO U3MEHYMBOCTL (beHoTUNa npu cuHapome Onepca-[aHno-
ca nuwb B 11,5% cny4aeB ob6ycnosfieHa reHeTU4eckumMmn ae-
heKkTamu, a B OCTallbHbIX — CBSi3aHa C BO3OeNCTBUEM (PAKTO-
pos BHewHen cpenbl [11, 12]. Aucnnactuyeckme nameHeHus
COeaVHUTENbHOW TKaHW MOryT ObiTb OB6YCOBMeHbl Hebnaro-
NPUATHON 3KONOrM4eckom 06CTaHOBKOW, HeafeKBaTHbIM nNuTa-
HUeM, cTpeccamu, BAUSABLUMMUK Ha OpraHu3Mm B npouecce OH-
ToreHesa [13].

Takum 06pas3oM, YHUKaNIbHOCTb CTPYKTYpPbl U (PYHKLMK CO-
€OVHUTENbHON TKaHW co3faeT YCroBUS AN BO3HUKHOBEHUS
OrPOMHOr0 4Yucna ee aHoManuin 1 3abofieBaHui, BbI3BAHHbIX
XPOMOCOMHbIMU U FeHHbIMWU AeeKkTamu, UMeLWwmnMn onpeae-
NIeHHbIV TUMN HacnefoBaHUSA UMW BO3HUKAKOLWMMKN B pe3ynbrate
BHELUHUX MyTareHHbIX BO3OEeWCTBUM B deTarnbHOM nepuoge.
Hapsgy ¢ MHOXeCTBOM HacfedCTBeHHbIX 3abonesaHui, B OcC-
HOBE KOTOPbIX Yallle BCEro fexart reHHble gedeKkTbl, BcTpeya-
I0TCS TakXe BPOXAEHHble aHOManuM COeOUHUTESNIbHOW TKaHU
NONUreHHO-MymnbTUdaKTopuanbHon npupodbl [14]. 310 AMKTY-
€T Heo6XOAMMOCTb U3YYEHUS BIUSHUSA FEHETUYECKUX U Meau-
KO-6MONOrnN4eckmMx (akTopoB Ha (OopMUpPOBaHME COeauHU-
TeNbHOTKAHHbIX HapyLUeHUA C uUenbilo BblAeneHus Hauvbonee
3HAQYMMbIX U ANS NPOrHO3UPOBaHUA BO3HUKHOBEHUSA CUMHApOMA
aucnnasnm coeguHUTENbHOM TKaHM.

[JocTaTo4HO TOYHbIX CBEAEHM O PacnpOCTPaHEeHHOCTU Auc-
nnasvmn coenHUTENbHON TKaHW B HACTOsILLee BpeMs He cyLle-
cTByeT. MOXHO nuvLb nonaraTk, YTO 4YacToTa BbISIBIIEHWUSI 3TOrO
CUHOpoMa OOCTaTOYHO Benuka, a AaHHble, nofy4aemMble pas-
NINYHBIMW aBTOPaMu No 3TOMY BOMPOCY, BO MHOIOM 3aBUCAT OT
MCMOMb3yeMbIX UMW METOONYECKUX NMOOXOL0B U TEXHUYECKON
OCHalleHHocTu [14].

HacnegctBeHHble 3a6o0neBaHUss COEOUHUTENIbHOW TKaHu
noapasfensaioT Ha anddepeHLmpoBaHHble U HegnddepeHum-
pOBaHHble COeAMHUTENbHOTKaHHbIe aucnnasum [2, 3].

HOundbdbepeHumpoBaHHble aucnnasmm cCoeanHUTENbLHON TKaHU
XapakTepusyrTcs OonpefenieHHbIM TUMOM HacnefoBaHus, OT-
4YeTNIMBO OYepPYEHHOM KIIMHNYECKOM KapTUHON, a B psfe crny4ya-
€B — YCTaHOBJIEHHbIMW W [OOCTATOYHO XOPOLUO U3YYEHHbIMU
reHHbIMU U GnoxmmMuyYeckumn gedektamn. B aton rpynne
aucnnasum Hambosiee 4acTto BCTPEYAlTCs HeCOBepLUEHHbIN
ocTeoreHes, cuHApombl Onepca-faHnoca, Anbnopta u Map-
paHa. OTn 3ab6oneBaHNst OTHOCATCH K HACNEACTBEHHbIM 60Ne3-
HAM KonfareHa — KomnareHonartusam [2].

HennddepeHumpoBaHHble AncnnasMm CoefuHUTENLHON TKa-
HW pacnpocTpaHeHbl JOCTATOYHO LUMPOKO W AMarHOCTUPYHTCA
Torga, Koraa y naumeHTa Habop PeHOTUMNYECKMX NPU3HAKOB He
YKNafbIBaeTCs B KMMHUYECKYHO KapTUHY HY OOHOW U3 KomareHo-
natui. Ons o6o3HadeHns aTux 3abonesaHun B nutepaType uc-
Nonb3YTCA TEePMUHbI «HeauddepeHUMpoBaHHasa», «MnepBuY-
Has», «Marble popMbl AUCMNa3nn», «fierkas reHepann3osaHHas
natonorus» [2, 14, 15]. M.J.Glesby n R.E.Pyertz (1989) npegna-
ratoT roBOpUTb O CYLLECTBOBAHUWN COEAMHUTENBHOTKAHHON Aunc-
nnasmm CcO CMEeLUaHHbIM (EHOTUMNOM, MPUMEHSIA aKPOHUM
«MASS-thbeHoTun» No nepsbIM 6ykBaM Hambonee 4acTbix peHo-
Tunnyecknx npmsHakos (Mitral valve, Aorta, Skeleton, Skin) [16].
E.C.KoTtosckasn n coastopsbl (1993) npeanoxunu akpoHum KCY-
deHotun (Koxa, Ceppue, Yepen) [4]. 3.B.3emuosckuin (1998)
BblAenseT 3Ty rpynny 3aboneBaHuin Kak HO30S10rM4eCcKn camo-
CTOATESbHbIN CUHAPOM COEAMHUTENbHOTKAHHOW AMChniasvmn no-
JIFreHHO-MYNbTUaKTOpUanbHOM MpuUpoabl, MPOABAAILLNACA
BHELUHUMWN (DEHOTUNNYECKMMUN MPU3HAKaMM C AUCMNACTUHECKMM
N3MEHEHVAMU COEOMHUTENBHON TKaHU U KIIMHWYECKN 3HA4MMOM
ONCYHKUMEN OOHOrO WM HECKOMbKMX BHYTPEHHMX OpPraHoB
[14]. HeonddbepeHumpoBaHHaa gucnnasvs COeauHUTENbHOM
TKaHW — 3TO, HECOMHEHHO, He eMHasA HO30ornyeckas eagnuHnLa,
a reHeTMYecKMn reTeporeHHas rpynna, kotopas Cry>uT OCHOBOW
hOpMUPOBAHNS PASITUYHBIX XPOHNYECKNX 3a60reBaHUN.

HenouddepeHunpoBaHHble COeAMHUTENIbHOTKaHHbIE AMCnna-
311 MOTyT UMETb HACNeACTBEHHY0 MPUPOAY, NpyMyeM Yaile C
npu3Hakamm ayTOCOMHO-OOMWHAHTHOrO TUMa HacnefoBaHus.
BHumMaTenbHbI BpavebHbIi OCMOTP YNIEHOB ceMbW npobaHaa,
KIMMHUKO-MHCTPYMEHTasbHble 1 abopaTopHble MCCRefoBaHus,
BbIMOSIHEHHbIE MO €AUHON NporpaMMe, No3BOMAT 0OHAPYXNUTb
Yy POACTBEHHUKOB 60nbHOrO | nnun ll cteneHn poacTea CUMMNTOMbI
nopaxeHns CoeaMHUTENIbHOW TKaHW, KOTOpble HE COOTBETCTBY-
0T HU OQHOMY U3 oudhdepeHLMpoBaHHbIX 3aboneBaHnii [2].

CyuiecTBytoT NpuobpeTeHHble U HeanddepeHUNpoBaHHbIe
AVcnnasnm coeanHUTENbHOW TKaHW, BO3HUKAIOLLNE B pe3yiib-
TaTte BAUSHUSA pa3HOO6pa3HbIX He6naronpusaTHbIX (DakToOpoB
Ha nnog B Nepuvof ero BHyTPUyTPOOHOro pa3BuTus, 4TO Npu-
BOAMUT, NMpWU onpefeneHHoN reHeTU4eckKor npeapacrnonoXeH-
HOCTU, K HapyLUeHU0 HopManbHOro amépuoreHesa. Nonvop-
raHHOCTb MOPaXeHWs Mpu 3TOM BapwaHTe gucnnasvu ooby-
CfoBfeHa TeMm, YTO TepaToreHHbI repMMHaLMOHHBIN Nepuog
0N MHOTMX OPraHoB M CUCTEM MPUMEPHO OAWMHAKoB (7—12
Hegens). MNpn KNMHU4ecKoM ob6cnefoBaHNM POACTBEHHUKOB
nauMeHToB C NogO6HLIMU 3a60NeBaHUAMU Y HUX He oBHapy-
XKNBaAETCA TUMNYHBIX MPU3HAKOB MOPaXeHUs1 COeANHNTENbHON
TKaHW, TOrAa Kak AaHHble POJOCOBHbIX CBUOETENbCTBYET O
«HaKOMEHUM» B CEMbSIX OOMIbHbIX TAKOW MaToNnornm, Kak oc-
TEOXOHAPO3, OCTE0apPTPO3, BAPMKO3HOE pacCLLUMpPEHNe BEH, re-
Moppou u T. a. [2, 3, 5, 10]. AHanM3 aHaMHEeCTUYEeCKUX OaH-
HbIX MaLMEeHTOB BbIABAAET HE6NAronpuATHOE Te4YeHne paHHe-
ro BHYTpUyTpPOGHOro nepuoga: 3abonesaHuss Matepu B nep-
BOM TpMMecTpe 6epeMeHHOCTW, NMPUeEM el MefMKaMeHTOB
WM Hanu4dmne rnpodeccnoHanbHbiX BpegHocTen. KnuHuye-
CKMe HabrnogeHnsa No3BOoNAT BECTU peyb O CEMENHbIX HeHa-
CNefCTBeHHbIX opmax HeauddepeHUMpoBaHHOW pucnna-
3UM COEQUHUTENbHOW TKaHW, MPUYUHOW Pas3BUTUA KOTOPbIX
CNYXWUT BO3OENCTBME (PAKTOPOB BHELLUHEN cpefbl: HecbanaH-
CUPOBAaHHbIN XapakTep NUTaHus, HebnaronpusaTHas 3KONOoru-
yeckas 06CTaHOBKAa B 0COObIX 3HOEMUYECKUX 30HaxX U Ap.[2].
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[aHHble nuTepaTypbl NOATBEPXAAIOT, YTO 60see MONOBUHbI
1L, HanpaBnsemMbIX Ha KOHCYNbTaUMIO C Lesbio YTOYHEeHUA au-
arHosa, He UMetoT YeTKUX KITMHUKO-TeHearlorn4eckmux Kputepu-
€B, XapaKTepHbIX ANs onpepeneHHon avddepeHLMpoBaHHOM
naronormn obmeHa coefuHUTENbHOW TKaHu. B psape cnyyaes
Habop PEHOTUMUYECKMX MPU3HAKOB Y TakuX MaumeHToB Harmo-
MUHaET Ty U UHYI OUddepeHLMpOBaHHYIO CUHOPOMAIIbHYIO
naronoruio. B nogo6HbIX cuTyaumsx NPUHATO rOBOPUTL O «Map-
haHoNoJO6HOM» UMK «3nepconofobHOM» heHoTMnax u pacue-
HMBATb UX KaK (DEHOKOMUM yKa3aHHbIX 3abonesaHun. [2, 14]

HepnddepeHumpoBaHHas naTonornua coeauHUTENbHON TKa-
HW MOXEeT NPOSABMATLCA AUCTNACTUYECKUMN U3MEHEHUAMMN KaK
B OJHOM, Tak 1 B HECKOJbKMX OpraHax unu cuctemax. Cucrem-
HOCTb MOpaXeHWsi BO MHOroM O6YCIIoBfeHa LUMPOKUM pacnpo-
CTpaHeHVeM B OpraHnu3mMe camMou COefMHUTESNIbHON TKaHW, Co-
CTaBnALLEen CTPOMY BCEX OpraHoB. XapaKTep rnopaxeHus op-
raHoB 06YCNOBMIEH UX COOCTBEHHLIMU MapeHXMMaTO3HO-CTPO-
MaribHbIMU B3anMOOTHOLLEHUAMN. Mopdonornyeckne nameHe-
HUS B TKaHAX W opraHax HecrneunduyHbl 1 NPOSBAAIOTCS CXO4-
HbIM 06pa30M Mpu PasnuyYHbLIX AUCNNasus, UMes pasHyto cTe-
neHb BblpaxeHHOCTU. OHM OOHApYXMBAKOTCA YXe B aHTeHa-
TanbHOM U MPOrpeccMBHO Pa3BMBAIOTCA B NOCNEOYOLLMX Nepu-
oflax XW3HU 4YernoBeka. eHeTU4eckn npeponpeeneHHsle fe-
heKTbl pas3nNYHbIX KOMMOHEHTOB COEAMHUTENBHON TKaHW 06y-
CIIOBNNBAIOT CHUXEHME ee CTabUNbHOCTU, YCTONYMBOCTH, NPOY-
HOCTW, BEAYT K (POPMUPOBaAHUIO KITMHUYECKUX MPOSIBIEHUN B
Tex opraHax u TKaHsXx, rae passuTve u LieNoCTHOCTb COeAMHU-
TENbHOWN TKaHN MMEIT MaKcumarnbHoe 3HadeHue [3, 5, 10].

K HacTosLleMy BpeMeHN BbiEeNeHO MHOXECTBO (PeHOoTUMK-
YeCKMX NPU3HAKOB AUCMNAa3Un COeAUHUTENBHON TKaHU U MUK-
poaHomasnuii, KoTopble YCIIOBHO MOXHO pasfenntb Ha BHeLl-
HUWe, BbIIBNsiEMble MPpU PU3NKanbHOM 06CrefoBaHnmn, U BHYT-
peHHne, To ecTb nopaxexnue LIHC v opraHHyo natonoruio [2,
14]. OnpepeneHHble (QEHOTUMUYECKME MPU3HAKM MO3IBOMAIOT
3arnofo3puUTb AUCNNA3NI0 COeAMHUTENIBHON TKaHWU yXe Ha cTa-
AN KNMHWYECKoro ocmoTpa. Hanpumep, CHUXeHWe NpoYHOCTH
CBA30YHOroO annapara nNpuBOAUT K rMNepnofBM>XHOCTU CycTa-
BOB, KOXW — K €e rurnepanactuyHocTn. HapylieHne cuHtesa
KosnareHa B KOCTHOM, a OCOGEHHO — B XPALLEBOM TKaHW NpuBo-
OUT K TaKMM HapyLLUEHUsIM Kak BOPOHKOOOpasHas unun kKune-
BUAHasa rpyaHas knetka, gedpopmauma no3BoOHOYHMKa [2, 14].

Bce knuHuyeckne npusHaku, CBONCTBEHHbIE AUCMNIasnm co-
€[AVHUTENBHOM TKaHW, MOXHO pa3fenuTb Ha TPy rpynmbl, COOT-
BETCTBYIOLLME NEPBMNYHOM 3aKNaKe OpraHoB B aM6puoreHese,
Me30-, 3KTO- U 3HAoAEePMarbHbIX aHOMarsun.

Me3opepmarnbHble aHOManMmn NPosBAATCA U3MEHEHUAMMU
CO CTOpOHbI ckeneta (fedopmaunn rpygqHon KneTku, no3so-
HOYHMKA, 4Yepera, «roTn4yeckoe Hebo», 3amefsieHMe pocTa
BEPXHEN N HVXKHEW Y4entocTu, rmnepmMobunbHOCTb CYyCTaBOoB),
KOXM WU MAMKUX TKaHen (rmneppactsidXMMOCTb WU UCTOHYEH-
HOCTb KOXW, rMnonnasus Myckynatypbl U XWUPOBOW TKaHM),
BHYTPEHHUX OpraHoB (MOPOKW cepAua, nponancel KnanaHos,
yBenuyeHne gmameTtpa aopTbl U NEero4yHor apTtepuu), rnas
(BbIP@XEHHAs MMONWS, aHUPUANSA, ronybble CKnepsbl), COCyA0B
(HenonHoUEeHHOCTb 3HAO0TENNS, NOBbILLEHHAsA NMPOHNLAEMOCTb
N XPYMNKOCTb).

MI3MeHeHns co CTOpPOHbI 3y60B (aHOMasbHOEe pacnosioXeHue,
HernpaswbHOe (opMUpPOBaHNE U paHee BbinageHue, runonna-
31 3Manun, MHOXECTBEHHbIN Kapuec, pe3opbumsa geceH), rnas

(aKTONMA M NOABWXKHOCTb XpycTanuka, adakus, kornoboma),
LileHTpanbHON HEPBHOW CUCTEMbI (aHU30KOPUS, aCUMMETPUS CY-
XOXWUIbHBIX pedneKkcoB, HUCTarm, MMpaM1MaHble paccTponcTea)
MMeIoT 3KTOoAepMasibHOe NPOUCXOXAEHMe, a OJIMHHBIA N TUno-
NNacTUYHbIA KULLEYHVK — dHOoAepManbHoe [2, 14, 17].

deHoTUNUYECKNe 1 OpraHHbIe NPOABIEHNs 3aBUCAT OT TOrO,
Kakas coegvHUTeNbHas TKaHb nopaxkeHa 6onblue — MIoTHas
unu peixnas [2, 18, 19].

Tak, nopaxeHue MnIoTHON OOPMIIEHHOW COEeAUHUTENLHOM
TKaHN MaHUMECTUPYET CKENETHbIMY U3MEHEHUAMMN U BKIOYa-
€T acTeHW4YecKoe TesnocC/IoXeHne, AOIMXOCTEHOMENWIO, apax-
HOOAKTUNNIO, KUNTEBUAHYIO M BOPOHKOOBpa3sHyo AecopmMaLmio
rPYAHON KNEeTKM, CKOMMo3bl, KO3kl 1 O0PA03bl MO3BOHOYHU-
Ka, CUHOPOM «MPSAMOM CMUHbI», aCUMMETPUIO B ANMHE KOHeY-
HoCTewn, nnockoctonue un gp. [20].

CkeneTHble U3MEHEHNS1 BO MHOMOM CBSi3aHbl C HAPYLLUEHWEM
CTpoeHus xpsawia. Y 605bHbIX C Agucnnasnen coeanHUTENbHON
TKaHu onpefenseTcsa 3afepxka co3pesaHusa annguaapHon 3o-
Hbl pOCTa XpALA, YTO KAMHUYECKM BbIpaXaeTcs YAJMHEHNEM
Tpy64aTbix KocTen [21]. BecbMa MHbopMaTMBHbLIMKU NpU3HaKa-
MW QUCNNa3nn COEOVHUTENBHOW TKaHW SBAAIOTCA HapyLleHne
COOTHOLLEHUS OfIMHbI 1-ro 1 2-ro nanbues CToMbl ¢ 06pa3oBa-
HMeM caHOaneBUAHON wwenn [22].

MpununHoM pedopmMaumin rpygHON KNeTKu SABSeTCcs Hemnos-
HOLIEHHOCTb pebepHbIX XpALLen (QUCTPOUYECKNE NSMEHEHNS
XOHAPOLUMTOB, HapyLLueHne opMMPOBaHMA XOHAPWHOBBLIX BO-
JIOKOH — OTCYTCTBME NMYy4YKOBOCTU, NOSIBIEHNE NPOJOSIbHbIX LLe-
nem, uctToH4eHune). MNMpu GMOXMMNYECKOM UCCNESOBAHUN OCHOB-
HOro BeLlecTBa pebepHblX XpsLLen 06HapyXmnBarTcsa HapyLUe-
HWe cynbdaTUpOoBaHUA MMNKO3aMUHOTTIMKAHOB B BUAE CHUXE-
HUS coepXaHns XOHAPOUTUH-4- U XOHLAPOUTUH-6-CynbdaTos,
OT4eTNIMBOE BO3pacTaHue KonMyecTBa rmMKonpoTenaos, nosis-
nexne konnarexa lll u IV TMnoB, KoTopble B HOpMe B XpsiLLe He
BCTpeyaloTcs, a Takke U3bbITOK 1 nepepacnpefeneHne B Kre-
TOYHOM MaTpukce konnareHa V Tuna [23].

ApKMin CUMNTOM CUCTEMHOW HEMOSTHOLEHHOCTU COefUHMU-
TENbHOW TKaHW — rmnepmobunbHOCTb cycTaBoB [24]. Mo gaH-
HbiM [.A.CyxaHoBow (1993), oHa BbisiBNseTcA 6onee 4em y
MONOBWHbI NNL, C Anucnnasven coeanHuTenbHon TkaHu. Pac-
NPOCTPAHEHHOCTb 3TOM MNATONOrMM B €BPOMENCKOW Mnonyns-
umm coctasnseT B cpegHeM 10%, B adppukaHCKon U asuart-
cko — 15-25%. K.Andren n N.Borglin (1986) yctaHosunm
CBA3b MMNEpPMOOUBHOCTN CYyCTaBOB C OEMNCTBMEM MOSIOBbIX
ropMoHoB. CynTaeTcs, Y4TO Y XEHLUNH rMNepMoBUIbHOCTH Cy-
CTaBOB Hab6ngaeTcs Yalle 1 BblpaxeHa 60sbLuUe, YeM Y MyX-
4uH. MNoABMXHOCTbL CyCcTaBOB AOCTUraeT mMakcumyma K 3 ro-
ham n Bctpevaetcs npumepHo y 50% peTten 3Toro sospacra,
a B flanbHelLemM, o Mepe co3peBaHus COegUHUTENIbHON TKa-
HW, NPOVCXOAMT YMEHbLUEHWe ee YacToTbl. Passutue runep-
MOGUNBHOCTM CYyCTaBOB CBA3bIBAIOT C M3MEHEHNEM CTPYKTY-
pbl M COOTHOLLEHUS pa3nnyHbIX TUNoB konnareHa. N.D.Light
(1982) npw nccneposaHuy TUMOB KomareHa KoXu y nauyeH-
TOB C rMNepMo6UNIbHOCTbIO CYyCTaBOB OBHAPYXWUN OOCTOBEp-
HOe yBenmyeHne COOTHoweHus Tunos konnareHa lll/I+l no
CpaBHeHMIO C KOHTporneM [25]. Mpu 31eKTPOHHOM MUKPOCKO-
NMMPOBaHNN 6bI1I0 OTMEYEHO 3HAYUTENbHOE U3MEHEHNE KOMNK-
YecTBa «TOJNICTbIX» (YMEHbLUEHNE) U «TOHKUX» (yBENMYEHME)
KONNareHoBbIX BOSOKOH, @ TakXe MNOBbILIEHNE COAep>KaHus
OCHOBHOrO BeLlecTBa, 3nacTnHa n U poLUnTOB B PETUKYNSP-
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Hom cTpome. Kak crnefcTemne cnabocTu CBA304YHOro annapara
pasBuBaeTCca rurneprakcauus Bo BCEX UM HECKONbKUX cycTa-
Bax, opMUpYyeTCs HeENpaBubHasa ocaHka, Kudos, runepnop-
003, auckonaTus, CKomos, MiockocTonue, genu recurvatum
n ap. [2, 14, 17]. Y 60MbHbLIX C CUHOPOMOM TMNEPMOBUNBHO-
CTW CyCTaBOB OTMeYeHa MoBbILLEeHHas 3KCNpeccus aHTureHa
B35 cuctembl HLA, uTo HabnogaeTca Tak Xe npu nponance
MUTpanbHOro KnanaHa, nuenoHempuTte, rinoMepynoHedpute
[27, 28].

M3mMeHeHne KOXHbIX MOKPOBOB MpU AUCMNIasvv COeduHU-
TENbHOW TKaHW NposiBNAETCA TOHKOWN, MPOCBeYMBatoLLEN, NTETKO
pPaHUMON, Ype3MEepHO CYXOW WM TMNepanacTUHHOM KOXeW,
KennonaHbIMU UM HanoMUHaKLWMMK «NanupocHyto Gymary»
pyéuamu, cTpuamun. XapakTepHbl MUIMEHTHbIE U AeNUrMeHTU-
poBaHHbIE MATHA, BECHYLLUKW, 06UnMe poANHOK. Ha nokTsax, Ko-
NeHsAX, NATKax BUAHbLI MNCEBLOOOMYXONN, HA FONEeHsAX — MerKune
y3€emnku nog KOXen, NMogKoXHble cdepynbl (aHomManuu pocta
XXNPOBOW TKaHW). MoryT 6bITb NEPenoHKM MexXAay nanbuamu,
Aedopmauns yLUHbIX PAKOBWUH, 3MVKAHT, BUCALLMIA Marblii A3bl-
4ok [22].

Mpu gucnnasum coefuHUTENLHOM TKaHW YpesBblvanHo pac-
npocTpaHeHa naTonorus opraHoB 3peHus. OHa npefacTaBneHa
MUOMNUen pasfniyHoON CTEMEHN BbIPAXKEHHOCTU, TMMNepPTENopus-
MOM, TuUnep- 1 r’mrnoMeTponnen, annKaHTancnoKaumen xpycra-
JKa, OTCIIOMKOW CeTvaTKu, AereHepaTnBHbIMU U3MEHEHUAMN
Ha rnasHoM fHe, yBenn4eHnem OnvHbl rmasHoro f6soka, nno-
CKOW porosuuewn, ronybbimun cknepamu, kocornasunem (A.H.Ce-
mMsadkuHa 1995). B nccnepgosanusx O.[.OctpoymoBoit (1995) B
43-65,5% cny4aeB OTMEYEHO Co4YeTaHue nposnanca MutTpasnb-
HOro knanaHa n muvonum [29].

Becbma 4acToe KnMHU4YecKoe nposiBfieHne cuHgpomMa auc-
nnasun CoeauvHUTENbHON TKaHW — BapWKO3HOE pacLunpeHve
BEH HWXHUX KOHe4YHocTewn. [pu mopdonorn4yeckomMm uccnego-
BaHUM 3TUX BEH B Ha4aslbHOW CTaguy NaToniorn4eckoro npo-
Llecca oTMeyvaeTcs ckonseHne PuopoHEKTMHA Ha BHYTPEHHEN
obonoyke cocyda. B panbHenwem nospexparTcsa MUOLUTHI,
3nacTN4YecKne BOJIOKHA, BO3pacTaeT KONMM4ecTBo KonnareHa |
TMna ¢ nocneayroLmnm NCXo[oM B rbpos [2].

I.A.CyxaHoBa (1993) B cBOMX MCCRefoBaHUsaX coobLlaeT o
remMopparm4eckoM CMHApPoOMe y 605bHbIX C AUcnnasunen coeau-
HuTenbHou TkaHn. OHa Habnwogana NoBTOPHbIE HOCOBbIE KPO-
BOTEYEHUA, METEXNaNIbHO-NMATHUCTLIE 3MEMEHTLI CbINW, ANU-
TenbHble U/Mnn 06UIbHbIE MEHCTPYaLMK, NOBbILLEHHYIO KPOBO-
TOYMBOCTb [E€CeH, ANUTENbHbIE KPOBOTEYEHWUs Npu nopesax
[22]. 3.C.bapkaraH cuuTaeT, 4TO reMopparn4ecknini CUHGPOM
CINYXWUT OfHUM U3 MPOSBIIEHNA Me3eHXUMaIIbHbIX aHOMarnum u,
crneposaresnibHO, MOXET paccMaTpmBaTbCs B pamkax cMHgpoma
aucnnasnin coeguHUTENbHON TKaHu. B nutepartype npueogsaT-
Csl TaKXe [laHHble O HapYLLUEHUAX B Pa3fIN4YHbIX 3BEHLSX CUCTE-
Mbl remMocTasa npuv 3TOM CUHOPOME W3MEHEeHWs arperaumoH-
HOW PYHKLMN TPOMOOLMTOB, CHWXEHWE aKTUBHOCTU hakTopa
BunnebpaHpa B nnasme, HapyLleHWe KOHe4HOro aTarna cBep-
TbiBaHMsA KpoBwu [30].

HanHble, nony4yerHble J1.B. ConosbeBor (1996) 1 B.M. Ako-
BfeBbiM C coaBT (1994), He OCTaBNAT COMHEHWUS B TECHOW
B3aMMOCBSA3N MeXJy COCTOAHMEM UMMYHHOW CUCTEMbI U AMUC-
nnasven coeguHUTEnbHOW TkaHu. Tak B.M.fAkoBnes (1994)
NPy KNMHUKO-UHCTPYMEHTaNbHOM 06CrnefoBaHun NaumMeHToB ¢
ancnnasuent CoeHUTENbHOW TKaHu YCTaHOoBWUI, YTO npu de-

HOTUMMYecKn 6ornee spKUx hopmax AUCNNA3Un CoeauHUTENb-
HOW TKaHW 4Yalle pasBMBaeTCs COMyTCTBYOLLUME 3a60neBaHns
BHYTPEHHUX OpraHos. HapyLueHne B UMMYHHOW CUCTEME 60Nb-
HbIX BbIPaXatTCs UMMYHOOEMVLMTOM, KOTOPbIN Ha KAVHUYe-
CKOM YpPOBHE MPOSIBASETCA PeunanBupyoLLMMM U XPOHNYECKM-
MU BOCMNanuUTesNbHbIMU NPoLieccammn BEPXHUX AbiXaTeNbHbIX My-
Ten, JIOP-opraHoB, nerknx, No4ek M KOXHbIX NOKPOBOB. AHTU-
reHbl rmcTtocoBMecTMMocTu | 1 Il KnaccoB He TONMbLKO accoumm-
poBaHbI C NPeapacronoXeHHOCTLIO K pas3BUTUIO AUCNNasnm co-
eANHUTENbHON TKaHM M C OCOBGEHHOCTAMU €€ KIMHUYECKNX
NPOSIBNEHNI, HO 1 ONPERENSIoT HanMymMe OTKIOHEHNIA B UMMYH-
HOW cUCTeMe, YTO yKasbiBaeT Ha BaXHYI POSib FreHEeTU4EeCKNX
(haKTopoB B natoreHese aTux 3abonesaHui [3].

CamocTosiTenbHas KNnMHMYeckas 3Ha4MmMoCTb NaTonorum co-
eANHUTENbHON TKaHW MOATBEPXAAEeTCA AaHHbIMU O BbICOKOW
4yacToTe, HeMpOBEreTUBHbIX PacCTPONCTB, uameHeHwn LIHC
(aHypes, pedeKkTbl peyn, Bereto-cocygmuctas AUCTOHMA) 1 Ncu-
XUKK Yy NnL, ¢ 3TMMn 3abonesanunamu [3, 14, 31]. Tak O.B.Cte-
nypa (1995) BbigenseT NCMXONOrMyeckne 0CO6EHHOCTU maum-
€HTOB (CHWXEeHMEe CaMOOLEHKM, YPOBHSA NPUTA3AHUIA, 3MOLMO-
HaslbHOW YCTOM4YMBOCTHU, MOBbILLEHHBIN YPOBEHb TPEBOXHOCTH,
aytnsaums). B 8,9% cny4vaes akueHTyaums NM4HOCTM BCTpeYa-
eTCcs Mo WN30MZHOMY TUMy. OTO, OAHAKO, HEe 03Ha4aeT, YTo 13-
MEHEHNs MCUXUKN 06A3aTeNlbHO COMPOBOXAAIT AMCMNA3nio
coeanHNTEeNbHON TKaHn. Henb3s Takxe UCKMI4YUTb, YTO B 3Ha-
YUTENbHON YacTu Cry4aeB WU3MEHEHWS JIMYHOCTU HOCHAT BTO-
PWYHBIN XapakTep M CBA3aHbl C (HOPMUPOBAHMEM «KOMIIEKca
HEMOMTHOLEHHOCTM» Yy NUL, UMEILWMX Te WK UHble dunsnye-
ckue pecbexTbl [14, 32].

Cob6paHHble BOEAMHO, 3TW MPU3HAKN CBUMAETENbCTBYIOT O
Oncnnasnm coeHUTENbHON TKaHU U, 4eM 60r5bLue heHoTUNN-
YEeCKMX MPU3HAKOB BbISBMASETCA MPU OCMOTPE, TeM 60fbLLIE OC-
HOBaHWIN OXMAATb NaTONOrn4eckme N3MEeHeHNs 1 BO BHYTPEH-
HWMX opraHax.

T.Munkoscka-[muTposa (1987) paccmaTpvBaeT OTAENbHbIE
BMObl AMCMNA3nM COeANHUTENbHON TKaHW B 3aBMCMMOCTM OT
npenMyLLecTBEHHON nokanuaauumM B TOW UM MHOW CUCTEME.
En BblgeneHbl cnefgytowime opmebl: CycTaBHas, rnasHas, akxu-
MO3Has, NneroyHas, nakcaunmoHHas, nove4Has, cepgeyHo-cocy-
avcTtas, nepuopoHTanbHas, nponanc MUTPanbHOro KnanaHa,
abgomuHanbHas, ckonuosHas [17].

Mpn gucnnasvm coeanHUTENbHOW TKaHW LUMPOKO pacnpo-
CTpaHeHbl U BeCbMa pa3HoobpasHbl cepaeyHo-CoCcyamncTble N3-
mMeHeHus. C 1990 roga B knaccudmkauumn 3abonesaHuin cep-
Oe4YHO-COCyOuUCTON CUCTEMBI Hbro-l7lopKCK017| accouuaumm Kap-
[OMOSIOroB BblgeNeH CUHAPOM ANCNNAa3ny COeAMHUTENbHOM TKa-
HW ceppua. OTOT CUMHAPOM BK/KOYaeT: Mponancel KrnanaHos
ceppua, aHomarnbHO PacronoXeHHbIe XOPAbl IEBOr0 Xeny[ou-
Ka, aHeBpM3Mbl MEXMNPeAcephHON MNeperopofkm U CUHYCOB
BanbcanbBbl, pacluMpeHne KOpHs aopTbl U 1ero4Hon aptepun,
6uKycnuaanbHyo aopTty. Oucnnasua COeauHUTENIbHOM TKaHM
ceppua paccmaTpuBaeTcs Kak W30MPOBAaHHbIA CUHAPOM,
BKIIOYAOLWMNIA B Ce6A CUMNTOMOKOMMIIEKC KapAuanbHbIX U 3K-
cTpakapauvanbHbix nposineHn [1, 32, 33]. Pag nccneposare-
nen yKasbIBaloT Ha TECHYIO CBA3b Nporanca MUTPanbHOro Kna-
naHa c onpepeneHHbIMA aHTUreHamm rMcTOCOBMECTUMOCTM.
BonbLUMHCTBO aBTOPOB OTMETUM NPY HEM [OCTOBEPHOE yBe-
Nn4yeHne 4acToTbl BCTpevyaemocTu aHTureHa HLA B35
(45,2-72,5%) [3, 33]. Kpome TOro, npu cMHapome gucnnasvu
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coeuHUTENbHOM TKaHU cepaua obHapyXeHa NoBbILLIEeHHasa Ya-
CcTOTa M OpYrux aHTUreHoB ructocoBmectumocTtn (HLA A3,
B12, B27) [34].

BpoHxoneroyHble nopaxeHus Npu gucnnasun coeauHUTE N b-
HOW TKaHW XapakKTepuU3yKTCH KaK reHeTu4eckKu OO6YyCroBrieH-
Hble HapyLleHUS apXUTEKTOHUKW NEeroYHOW TKaHu, Bepdyliune
(MpY MOBBILLEHHOW PaCTSXXMMOCTU U CHUKEHHOW 3NacTUYHO-
CTM) K (DOPMMPOBAHUIO NPOrpeccupytoLlent n Gynne3Hon aMm-
P13eMbl, MNOMMKUCTO3a NIErknX, CMOHTAHHOrO NMHEBMOTOpPaKca,
6POHX03KTa30B, ruvnonnasun nerkux. MNpu rucTonorMyeckom
1ccrnefoBaHnUM 06HapPYXUBAKOTCA OECTPYKUUA MexanbBeonsp-
HbIX Meperopook 1 anvkasnbHble 6ynnbl. Hepeako BCTpeyaroT-
cl TpaxeobpoHxomeranusi, TpaxeobpoHxoMansaums, Tpaxeob-
poHXManbHas OUCKUHEe3Ws, Bbl3BaHHble natofiorven obmeHa
coeguHUTEeNbHOM TKaHu [3].

lMacaH A6y-Ixabanb (1997) oTMevaeT BbLICOKYI 4acToTy
PeHOTUNNYECKMX MapKepoB ANCNNAa3nN COEAUHUTENIbHOW TKa-
HW y OeTen ¢ naTonoruvemn, ractTpogyodeHanbHOW 30Hbl, Beay-
Liee MecTo cpeau KOTopbIX 3aHMMaeT CUHOPOM rmnepmMoobusb-
HOCTW cycTaBoB [35]. [ns 3TOro KOHTUHreHTa 60SbHbIX Xapak-
TepHa TakXe BblCOKas 4acToTa MWKpOaHOMasnunin pasBUTUS,
npexmpae BCEro >XenyHoro ny3blpsi, CBOUCTBEHHbl HEPBHO-3MO-
LMOHarnbHble PacCTPONCTBA, aCTEHO-HEBPOTUYECKME peaKLni.
KpoMme Toro, 3Ty nauueHTbl CKIIOHHbI K BOCNanuTesibHbIM 3a60-
NeBaHUAM CIIU3UCTbIX 060M104EK Xenyaka 1 KMLWeYHUKa, KOTO-
pble HEPeOKO OCNOXHSATCA nepdopaumnsimMmm n KpoBOTEYEHUS-
mu. T.H.JlebepgeHko n coaBTopoB (1996) OoTMevalT CKyOHYH
KIIMHNYECKYIO CUMMATOMATUKY Y BOSbHbBIX C XPOHUYECKUM racT-
pUTOM Ha POHe Aucnnasum CoeguHUTENbHOM TKaHU C npeoob-
nagarowumMm rnpusaHakaMmm cnado BbIpaXXEHHOW >Xenyao4YHON
aucnencun. PenapaTtyBHble NpoLecchl Yy 3TUX NauneHToB xapa-
KTEPU3YITCH NPENMYLLIECTBEHHbIM 06pa3oBaHMeM KonnareHa
Ill TMNa ¢ pa3BuTMEM nMNoMaTo3a CO6CTBEHHON MIAaCTUHKU Y
aTtpodum Crm3ncTom 060n04ku [36].

JlnTepatypHble fAaHHble MO3BOMAIT YTBEPXAaTh, YTO CyLle-
CTBYeT [OCTaTO4HO TecHas B3aMMOCBA3b MeXAY YUCIIOM
BHELUHUX (PEHOTUMUYECKUX MPU3HAKOB AWUCNNIasvn coeguHu-
TeNbHOW TKaHU N YacTOTOW BbISIBIIEHUS aHANOMM4YHbIX U3MEeHe-
HUIN BHYTPeHHUX opraHos [14, 37-40].

CuHapoM gucnnasumn COeauMHUTENbHOM TKaHW OOBOJIBHO Ya-
CTO coyeTaeTcs ¢ natonoruen noyek [2, 14, 41]. MNMpumepHo y
KaXkJoro TpeTbero naumeHTa HabnoganTca CUMMITOMbI, Xapak-
TepHble AN NOpaXeHUs MO4YeBbIOeNUTENIbHOM CUCTEMbI: Yac-
TOEe Mo4eucnyckaHue, 4yBCTBO HEMOSHOr0 OMOPOXHEHUsA MO-
YEeBOro ny3bIps, HUKTYPUS, 3Hype3, CUMMNTOMbI AU3MeTabonu-
YecKon HedpponaTtuu, a npu yrny6reHHoM o6crnefoBaHuUmM Bbl-
ABNAETCA: NOSIMKUCTO3, AMBEPTUKYNE3 MOYEBOIr0 Ny3blpsi, HeM-
ponTo3, aToOHUSA Yalle4yHO-JIOXaHOYHOW CUCTEMbIl, YyOBOEHUE
NMOYKM U/MNN MOYEBBLIBOAALLNX NyTen [2, 42].

Mpun aHrnorpacmnyeckoM mccnegoBaHUM COCYOOB MOYEK Y
60MbHbIX C AuUcnnasnen coeanHUTENbHON TKaHW Hepenko Ha-
6ntogaeTcs nopaxeHne apTepuin cpegHero U Mefkoro Kanuo-
pa — MHOXECTBEHHble KPYrHble aHEBPU3Mbl MOYEYHbIX COCY-
JOB C BbICOKUM PUCKOM pa3BUTUSA Ba3opeHasibHOW rmnepTex-
3um [2, 43, 44].

Mpn npoBegeHnn NonHOro Hedponormyeckoro obécnegosa-
HUA geTen, uMmerowmnx 5 n 6onee PeHOTUNNHECKUX MPU3HAKOB
Oucnnasun coefvHUTENbHON TKaHW, 3aboneBaHne MnoYek Bbl-
apngetca y 39% JeTen, a coveTaHne BbICOKOW CTMrMaTmM3aumnm

C raTosiormen opraHoB MoO4eBOW CUCTEMbI B CEMENHOM aHaMm-
He3e cBUOETENbCTBYET O 3aboneBaHuM Mnoyek y pebeHka B
90% cny4yaes [28].

Hawnbonee 4acto npu HedponaTusix BCTPe4aeTCsi BbICOKOE
(rotnyeckoe) Hebo, paclumpeHHas nepeHocuua. MNpu gucnna-
31AX NMOYEYHOW TKaHM U Npu HacnefcTBEHHOM HedpuTe 4acto
OTMEeYaloTCs aHoManMn CTPOEHUA YLLUHBLIX PaKOBWH, 3MUKaHT,
KOCTHble aHOManuu, BeCbMa xapakTepHa BapycHas gedopma-
umsa MuamHua [28]. CTeneHb BbIPaXXEHHOCTU FEHETUYECKU fe-
TEPMUHMPOBAHHbIX HapYLLUEHNA OHTOreHe3a 3aBUCUT OT CTene-
HW NEHeTPaHTHOCTU U 3KCMPECCMBHOCTU COOTBETCTBYIOLLMX re-
HOB, @ BbIPa>X€HHOCTb BPOXAEHHbIX HApPYLLEHWI 0OyCnoBnunBa-
eTCs CUTON N CPOKaMM MyTareHHOro BO3AEeNCTBUSA.

Wccneposanua, nposefeHHble O.I0.Typnutko y peten ¢
pas3nuyHbiMu HedponaTuaMn, BbiIABUIWM NpeobnagaHne y HuX
aHTureHos HLA-B12, -B18, -B35 npuyem ToprnvagHoe nporpe-
OVEeHTHOe TeYeHne HedponaTnin 661110 CBOMCTBEHHO TEM Nnauu-
eHTaM, y KoTopbIX BbisBnanucb HLA-aHTuUreHsl-B18, -B35. B 10
Xe BpeMs OTMe4YeHa [OCTOBepHO 6oriee pedkas, 4em B nomny-
naumm, BctpevaeMocTb aHTureHos HLA-B5 n HLA-B7, 4to mo-
XXET rOBOPUTb O MOBbILLEHHOW BOCMPUUMYMBOCTUN K HEPOO-
rMYEeCKOM NaTonormm, Tak Kak 3TM aHTUreHbl acCoLMMpPOBaHbl C
reHamu-nNpoTeKkTopamu K 3abonesaHusam novek [28]. MNpw rno-
MepynoHedpuTe BbIiBIEHa NONMOXMTENbHAsA accoumnanms ¢ aH-
TureHamm HLA B8, B35, B40 [45]. O.J1. TUKTUHCKMIA ¢ coaBT
(1986) o6Hapy>Xnnu MONOXUTENbHYIO acCOLMATUBHYIO CBA3b
Mexgy aHTureHamun HLA B13, B35, B22 n xpoHu4eckum nue-
NOHePUTOM C yponuTmasom. OTux (hakToB AOCTATOYHO ANA
TOro, YTO6bl Y4UTbIBATb STOT acCOLMATUBHBINM MapKep Kak da-
KTOP pUCKa BO3HUMKHOBEHMWS NATOMOMMM NoYeK y pebeHKa B TOM
cly4ae, ecnu B ero CeMerHOM HamMHe3e ecTb 3abosieBaHus no-
Yyek y 6amxaniwmnx poacTeeHHnKos[28]. NHTepecHo, 4yTo HLA-
B35, HLA-B12 o6HapyXeHbl U y pgeTei ¢ nponarcom MuT-
pangbHOro knamaHa M C rMNepmMoOUNbHCTBIO CYyCTaBOB.
C.Leane (1991) nokasan, 4TO MOBbILLIEHHAS 3KCMPECCUA aHTU-
reHa B35 cuctembl HLA npvBoguT K HapyLleHnio MeTabonms-
Ma KomnnareHa BCReAcTBME HU3KOIO COAep>KaHus BHYTpUTKa-
HEeBOro marHus [27].

Kak oTmevanochb Bbille, Npy [UCNNA3vM COeOVHUTENbHON
TKaHW nopaxeHue He orpaHnymBaeTcs OfHOU cuctemMon. Noc-
KONMbKY AMdEepeHUMPOBKa NepednCrieHHbIX CTPYKTYp Mpouc-
XOAWUT B OAHW U Te Xe CPOKU heTanbHOro passuTUS YacToTa
coyeTaHus OUCMNIAcTUYECKUX W3MEHEHWUI B MO3BOHOYHMKE,
KnanaHax ceppua, cocygax, KoXe W Moykax O4eHb BbICOKA.
B.A. laBpunoBa c coasTopamu (2001) ndyymna B3amMmMocBa3b 1
BbIPaXXEHHOCTb CTPYKTYPHbIX U3MEHEHUIN cepAua y 256 peten
Cc 3ab0neBaHnAMM MOYEBBLIBOASALLEN cUCTEMbI. [lucnnasusa co-
eQNHUTENbHON TKaHn cepgua 6bina BbisBMeHa y nogasnsioLLe-
ro ymcna obcnegoBaHHbIX 60MbHbIX (B 71% HabnogeHun, p <
0,05). Bbino BblAeNeHo TpY CTEMNEHN BbIPAXKEHHOCTM 3TUX W3-
MeHeHUI: 1 cTeneHb XxapakTepusoBanacb Hannmynem n3onupo-
BaHHOW aHOMasibHO PacroylIoXXEHHOW XopAbl B MOMOCTA N1EBOrO
Xernyaoyka; npy 2 cTeneHn oTMevanocb coyeTaHue nponaéu-
poBaHMA OOHOr0 M3 aTPUOBEHTPUKYMAPHBIX KNanaHoB U aHo-
MarsibHO PacronioXXeHHOW XopAbl; 3 CTerneHb AMarHoctuposa-
nacb Mpu BbISBIEHNUM MHOXECTBEHHbIX aHOMasibHO Pacnoso-
XKEHHbIX XOpf, NponadbupoBaHNsa aTPMOBEHTPUKYAAPHBIX Kna-
NnaHoB 2 CTeMNeHn, MMKCOMaTO3HOW AereHepaumm 1 OTKpbITOro
OBasibHOro OKHa. AHanua rnokasarn, 4To y 60nbLINHCTBA 06Cne-
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JOBaHHbIX 601bHbIX (74%) oTMe4Yanack 2 n 3 cTeneHb gucnna-
31N COeaMHUTENBHON TKaHW ceppAua, YTO pacueHMBanochb Kak
BbIpaXeHHble U3ameHeHus. NMpu 3ToM OHKM Habnwganuce y 75%
[eTen C OCTPbIM rIOMepPYNoHePUTOM, Yy 72% C XPOHUYECKUM
rnomMepynoHedputom, y 100% ¢ nHTepcTuumansHeIM Hedpu-
TOM, Yy 74% € OCTpbIM NuenoHedpuToMm, y 70% € XPOHUYECKUM
nuenoHepuToM, y 72% C XPOHUYECKUM MNUENTOHEdPPUTOM C
HelporeHHon OMcdyHKUMEN MoYeBoro nyabips, y 90% c u3o-
NINPOBAHHOM HEMPOreHHOW ANCAYHKLUMEN MOYEBOro ny3bips, Yy
64% peten ¢ «ManbiMuU» aHoManuaMu no4ek [46].

B cBoux nccnegopanusax E.M.Tumodeera (1997) otmevaet
HEeKOTOpble OCOBEHHOCTU Te4YeHus nuenoHedputa y Oeten C
aucnnasuen coeguHUTENbHOM TKaHu: NnenoHempuT y HUX va-
e rnpoTekaeT ManocMMMTOMHO, MPOSBIAETCH, Kak npasuio,
NN MOYEBbLIM CUHOPOMOM, W XapakTepudyeTcs [BYCTOPOH-
HUM MOpaxeHWeM B CcoYeTaHuu € pasHoo6pasHbIMU BPOXAEH-
HbIMW @aHOManuAMKU pasBUTUA MOYEBOW CUCTEMBI, a Takxe C
MeMO6paHo-AeCTPYKTUBHBLIM MPOLECCOM N HEeOOCTaTOYHOCTLIO
nupuaoKcuHa [41].

BpoxpaeHHas HecoCTOATENIbHOCTb COEAUVHUTENbHOW TKaHW
MOXeT ObITb AMarHoCTUpoBaHa yXe Ha 3tarne uamkanbHOro
o6cnefosaHns 6051bHOTO MPU KOMIMIEKCHOW OLEeHKe (PeHoTH-
nUYecknx Mapkepos ee aucnnasum [29, 32, 47]. o gaHHbIM
B.A.Ta6onnHa u H.M.la6anosa (1984) ansa guarHoCTUKKU co-
€[AVHUTENbHOTKAHHOW ANCNNasnm KpUTUHECKUM KONMHYEeCTBOM
NPU3HaKoB SIBNAETCA Hann4ue 6 n 6onee cTurm gucamoépuore-
He3a [14]. Mpn o6cnepoBaHnn 601IbHOr0 HEOHXOAMMO YUUTbI-
BaTb HE TOJIbKO YMCIO PEHOTUMMNYECKUX NPOSABIEHUI, HO TakK-
e CTerneHb NX BbIPaXXEHHOCTN U KITMHUYECKYIO 3HA4YMMOCTb.

[ONna CKPUHWHI-[MarHoCTUKN Aucnnasmm coefuHUTEeNbHOM
TKaHu (Ha aTane KIMHMKO-aHaMHEeCTUYeCKOro o6cnegoBaHuns)
npumMeHumsl kputepumn T.Munkoscka-Aumutposont n A.Kap-
kawesa (1985). OHu BbIQENAIOT rMaBHble 1 BTOPOCTENEHHbIE
eHoTUNNYECKME NPU3HAKM Ancnnasmm coefuHUTEsNbHON
TKaHn. K rnaBHbIM OTHOCATCA: MNOCKOCTONWE, paclumpeHue
BEH, roTuyeckoe Heb6o, rmMnepMobusIbHOCTL CYyCTaBoB, MaTo-
niorva opraHa 3peHuvs, gedopmauuv rpygHon Krnetku u no-
3BOHOYHMKA, yBeNMYeHHas pacTaXuMOCTb U Aps6rocTb Ko-
XU, ONIMHHbIE TOHKME nanbubl. BTopocTeneHHble npu3Haku
3T0: aHOManuu YLIHbIX PakoBWH U 3y60B, MPEXoAsLLne cyc-
TaBHble 60K, BbIBUXU U NOABbLIBUXW CYCTaBOB, NTEPUrOfaK-
Tvnua n gp. Nlerkas (1 cTeneHb) gucnnasum COeaUHNTENbHON
TKaHW guarHocTupyeTcs npu Hannynum AByX rnasBHbIX NpU3Ha-
KOB, CpefHAa (2 cTeneHb) — npu 3 rmaBHbIX U 2—3 BTOpPOCTe-
NeHHbIX unn 3—4 rnasHbIX U 1-2 BTOPOCTENEHHbIX. Taxenas
(3 cTeneHb) onpepenseTca Npu HanMyMM 5 rMaeHbIX U 3 BTO-
pocCTeneHHbIX Npu3Hakos [17].

B pguarHoctvke gucnnasum COefMHUTENBbHOM TKaHW UMeloT
3Ha4yeHne 6UOXMMMYECKME METOAbI NCCefoBaHUsA, NO3BONA0-
LiMe OUEHUTb COCTOAHWE OO6MeHa COEOVHUTENIbHOW TKaHu,
YTO4HUTb AMarHos, nporHo3upoBaTb TeyeHue 3abornesaHus U
cyouTb 06 3(pPeKTUBHOCTU peabunuTtaumoHHon Tepanun. Hau-
6onee MHOPMATHBHLIM ABMAETCA ONpefeneHne YpoBHSA OKCK-
NPOSivHa 1 rMUKO30aMUHOITIMKaHOB B CYTOYHOW MOYe, NM3KHa,
NponunHa, OKCUMNPONMHA B CbIBOPOTKE KPOBM [2, 48].

leHeTnveckne pedeKkTbl CMHTe3a KonnareHa npuBOAAT K
YMEHbLLEHMIO ero rnorepeYHbIX CBA3en U BO3pacTaHUIO KOMu-
yecTBa J1erkopacTBOpUMbIX (Ppakunin. VIMEHHO noaTomy Yy
605bHbIX C BPOXAEHHOW Aucnnasven CoOeanHUTENbHON TKaHU

oTMeYaeTcs JOCTOBEPHOE MOBbILLEHNE OKCUMPOSINHA B CYTOY-
HOW MOYe, BbIPaXXEHHOCTb KOTOPOro KOPPENUPYET C TAXECTbIO
naronoruyeckoro npouecca [2, 49]. Mo pgaHHbim T.U.Kagypu-
Holi (2000), KOCBEHHbIM MapKepom runepkataéonuama konna-
reHa MOXHO CHMTaTb MOBbLILLEHHOE cofepXaHne rmapoKcunpo-
NVHa, N31Ha 1 NposivHa B KPOBW, BO3pacTaHWe YPOBHSA KOTO-
pbIX KOPPENUPYET C NOBbILLEHWEM KONMMYECTBa OKCUMPOSVHA B
cyTo4HON Moue [2]. O kaTabonMame MEeXKSIETOYHOro BELLECT-
Ba CYAAT MO BENNYMHE IKCKPeLuun rMUKO30aMUHOITIMKaHOB [2,
48, 50]. Y 601bHbIX C Pa3nNn4YHbIMU KIIMHUYECKUMY BapuaHTamm
605e3HeN CoOeqUHNTENBHOM TKaHN HabnogaeTcs NoBbILLEHHOE
MX BbIBELlEHNE C MOYON [48].

Mpn BpPOXAEHHOW MaToNoOrnMM COEAUHUTENbHOM TKaHW Ha
MeMbpaHax IernKoLnTOB onpefenseTcs MoBbILLEHHOe npef-
CTaBUTENbCTBO aHTUreHoB ructocosmectumoctn HLA — A28,
B35, Cw5, Cw52, cHmxeHHoe — A2, B12, Cw3 [50].

[ns HacnefcTBeHHbIX 3a60eBaHN COEOUHUTENBHON TKaHM
XapaKTepHO N3MEHeHNE COOTHOLLEHNS KOJlareHoB pasHbIX TH-
MOB M HapyLleHne CTPYKTYpPbl KONareHoBOro BofokHa [47, 51].
TunupoBaHue KonnareHa NnpoBOAUTCA METOLOM HENpsMOn UM-
MyHodpntoopecueHumn no Sternberg L.A. (1982) npy nomoLum
MOSIMKIIOHANBHBLIX aHTUTEN K (DUOPOHEKTUHY U KonnareHam |,
I, IV, V v gpyrux tunos [44].

CoBpeMeHHON ¥ NepcrneKkTUBHOW SBMSETCA MONEKYNspHO-
reHeTnyeckas gmarHoctvka (OHK-guarHoctvka) BpOXOEHHON
AVCMNasum CoOeAUHNUTENbHON TKaHW, NpegnonararoLwas npume-
HEeHWe MOMEKYNSAPHbIX METOAOB BbISIBMIEHNS TE€HHbIX MyTaLWiA.

Taknum 06pa3oM, 60SbLUMHCTBO OGUOXMMUYECKUX N MOJSEKY-
NAPHO-FEHETUYECKNX METOA0B AMAarHOCTUKM AUCMNa3nn Coean-
HUTENbHOM TKaHW TPYLOEeMKU U TpebyoT OPOrocTosLero 06o-
pynosaHus. lNoaTomy Ans NpoBeAeHUs CKPUHUHIOBOrO 06Cneno-
BaHWA feTen Havbonee OOCTYMNHbI KITMHUKO-aHAMHECTUYECKME U
dOyHKUMOHaNbHblIE MeToAbl 06CcrefoBaHusA. Takon nogxon rnos-
BONISIET CBOEBPEMEHHO AMAarHOCTUpOBaTb AUCMIA3UI0 COeQNHN-
TeNbHOM TKaHW N paspaboTaTtb MnaH fie4yebHo-NpodunakTuye-
CKUX MeponpuaTuini. BHMMaTenbHoe nayyeHne BHELUHUX (DeHO-
TUMMYECKMX NPU3HAKOB W COMOCTaBneHne nux ¢ Mopdonornye-
CKMMM U PYHKLMOHANBHBIMU XapakTepUCTUKaMN BHYTPEHHUX
OpraHoB 1 CMCTEM MO3BOMSAET BbIABUTb AedeKTbl COeANHUTEb-
HOWM TKaHW 1 NPaBuibHO MOHSATL NPMpoAy 3abonesBaHus.
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