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Pe3iome. MccnenoBaHo conepxkaHue ayroaHTuTes K KoareHam 1, 11, 111, IV u V tumnoB B mia3zMe KpoBu
METOIOM MMMYHO(GepMeHTHOTO aHaimm3a y 130 manueHToB ¢ HeanddepeHIIMPOBAHHOMN TUCIIa3neit CoeIu-
HUTEIBHOM TKaHU B Bo3pacte oT 18 mo 32 net. O0Hapy:kKeHa 3aBUCUMOCTb MEXIY COIePKaHNEM ayTOAHTUTET
K OTIIeJIbHBIM TUIIaM KoOJIJIareHa U XapaKTepOM BHEIIHUX U KapAUAJIbHBIX MPOSIBJIEHUI AUCTIIA3U1 COEAUHU -
TeJbHOI TKaHU. 3aperucTpUPOBaHO YBEJIMUEHME YPOBHS ayToaHTUTE K KoJutareHaMm I, 11 TuroB y natimeHToB
C BOPOHKOOOpa3Ho aeopmalimeii rpyaHON KJIETKU, CKOJIMO30M, BbIpasKe€HHBIM CUHAPOMOM TUITePMOOUIb-
HOCTM CYCTaBOB, MHOXECTBEHHBIMM BHYTPUCEPACUYHLIMU MMKpPOaHOMaIUSIMU, K KoJjulareHy | tuma —
¢ TutockocTtornueM, K kojutareHaM I, IT u V TumnoB — y 60JbHBIX ¢ MUKCOMATO3HOM JereHepalei mpoadu-
PYIOILIIETO MUTPAJIbHOTIO KjianaHa. PoCcT ypoBHSI aHTMKOJIJIar€HOBBIX aHTUTEN Y MAllMeHTOB C BbIPaXKEHHBIMU
BHEIIHUMU U KapAWaJbHBIMU IUCIJIACTUYECKUMMU MPpU3HAKAMU CBUAETEJBCTBYET O HApYIIEHUU MEXaHU3-
MOB ayTOMMMYHHOW peryJsiliuyM MeTaboInm3Ma KoJulareHa.

Knroueswie crosa: aymoarmumend, K011a2€eH, COeOUHUMENbHOMKAHHAS, OUCNAQ3UL.

Yagoda A.V., Gladkikh N.N.

AUTOIMMUNE ASPECTS OF COLLAGEN HOMEOSTASIS DISORDER IN UNDIFFERENTIATED
CONNECTIVE TISSUE DYSPLASIA

Abstract. The levels of autoantibodies to collagen type I, I1, III, IV and V were studied in blood plasma of
130 patients (18-32 years old) with undifferentiated connective tissue dysplasia, using immunoenzyme analysis.
A correlation was revealed between the levels of autoantibodies to various collagen types, and external and/or
heart manifestations of connective tissue dysplasia. Increased levels of autoantibodies to collagen type I and I1
were shown in patients with chest deformation, scoliosis, pronounced joint hypermobility syndrome, multiple
minor intracardial anomalies. Increased antibodies to type I collagen were associated with flat-footedness,
whereas levels of antibodies to collagen type I, II, and V correlated with myxomatous degeneration of mitral
valve prolapse. Increase in anticollagen antibody levels in cases of pronounced external and cardiac markers
of connective tissue dysplasia suggests an impairment of autoimmune regulatory mechanisms of collagen
metabolism. (Med. Immunol., 2007, vol. 9, N 1, pp 61-68)
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C YBEJIWUYEHWEM BBISIBIISIEMOCTH TTAllMEHTOB C JaH-
Hoii marosorueit. JJCT — 3TO moOJMOpraHHBIN
¥ IOJIMCUCTEMHBIH IIPOLIECC C IIPOrPEANCHTHBIM Te-
YeHHEeM, B OCHOBE KOTOPOIO JIEXKUT T€HETUYSCKUI
nedeKT cuHTe3a WJIM KaraboJiM3Ma COCIMHUTEIb-
HOM TKaHu [3, 16], KIMHUYECKHU TIPOSBIISIONINIM -
cs pa3HOOOpa3HBIMM AHOMAJUSMU OMOPHO-IBU-
rateJpbHOTO amImapara, KOXHW, IJ1a3, IIpoJjialiCaMu
KJIallaHOB cepaua u ap. [6, 20]. HapylueHHbIid Me-
TabOJM3M KOJIJlareHa SBJSIETCS BaXKHEMIIIMM KOM-
MOHEHTOM OpPraHHBIX U CUCTEMHBIX OUCGhYHKIIMMA
y 6onbminHeTBa 601bHBIX A CT [5, 19].

HMHTEeHCUBHOCTh OOMEHA KOJUIareHa B OpraHU3Me
Yale BCEro OIPEIEISTIOT IO COACPKAHUIO pa3iIdd-
HBIX ()OPM OKCHUIIPOJMHA B CyTOYHOII Moue [5, 7].
OnHakKo CyTOYHasl OKCUIIPOJIUHYPUST HE MOXKET ObITh
OTHEeCeHa K HaJeXHBIM JabopaTOPHBIM MapKepaM
HemuddepenumposanHoit JCT [6]. Kpome Toro,
JTAaHHBII IT0Ka3aTellb JaeT IIPpeACcTaBIeHruEe 00 OOMeHe
KOoJUIareHa B I1IeJIoM, 0e3 ydeTa €ro THITOCIIeII(DI-
YECKOU MPUHALIEKHOCTU.

Bricokass MHGOPMATUBHOCTh ayTOAHTUTEN
K KOJIJTareHy 3aKJII4YaeTcs He TOJbKO B BO3MOX-
HOCTH OIIEHKU eT0 MeTaboJIM3Ma, HO U B OIpe-
IEJICHUM BBIPAKCHHOCTH AayTOMMMYHHBIX ITIPO-
1eccoB K 0OeKaM BHEKJIETOYHOTO MaTpukca [8].
AyTOMMMYHHBIE MPOLECCHI, KaAK U3BECTHO, SIBJSI-
IOTCS HEOOXOMWMBIM KOMITOHEHTOM IOAepkKa-
HUS TOMeocTa3a, B TOM YHUCJE KOJIJIareHOBOTO.
BoszHukaomuii mpu MeTaboan3Me KoJuiareHa MM-
MYHHBIM OTBET B BHAE LIUPKYJIUPYIOIINUX THUIIOC-
neuupruIecKuXx ayToaHTUTEI — B HeaoM GhU3U0-
JIOTMYECKUI MpollecC 3JIMMUHAILIUU TPOAYKTOB
KU3HENESITeJIbHOCTH COEIMHUTEIBbHOTKAHHBIX
CTPYKTYp — OTpaxaeT, KpOMe TOrOo, YPOBEHb aK-
TUBHOCTH HMMYHHOM CHCTEeMBI, €€ CHUXeHUE
unn GopMHUpOBaHUE ayTOMMMYHHBIX (QeHoMe-
HOB U MNEPCUCTUPYIOIIUX HWMMYHHBIX peakIuii
[10], yka3biBasi B YCJIOBMSIX MaATOJOTMU Ha BOB-
JIECYEHHOCTbh B MPOIIECC OTAEJIbHBIX TUIIOB KOJLIa-
reHa. /1o HacToSIIIero BpeMeHN MaTOTreHETUIeC-
Kasi poJIb aHTUKOJIJIATeHOBBIX ayTOAHTUTEN IIpH
JACT He obcyxnmanack. BMecTe ¢ TeM m3yyeHue
ayTOMMMYHUTETa K Pa3JMYHbIM TUIIaM KoJjuiare-
Ha TO3BOJIUT YTOYHHUTH HEKOTOPbIE MEXaHU3MBbI
dopmupoBanusg HegudbdepeHuupoBanHoit [1CT,
BEPOSITHO, OOYCIIOBIMBAMOIINE €€ KIMHUYECCKHIA
noauMop¢hu3M, a TaKXKe BHECET CYIIeCTBECHHBIMN
BKJIaJ B pa3pabOTKy BOIPOCOB AMCIIaHCEepU3aLIUU
M MEAUKAMEHTO3HOM KOPPEKIWU COECTUHUTEIb-
HOTKaHHBIX HApYIIEHUI Y JaHHOW KaTeropuu mna-
OVEeHTOB.

Llexbio MccaemOBaHUS IBIJIOCH N3YUYCHHUE TIA3-
MEHHBIX YPOBHE! ayTOaHTUTEJ K KoJljlareHaM Ha-
uboJjiee pacnpocTpaHEeHHbIX B opraHusme Tunos (I,
11, 111, IV 1 V) u ux B3auMOCBSI3U C KIMHUYECKUMU
nposiBieHussMu HeauddbepenuupoanHoit JCT.

Matepuans! n MeTogbl

O6cnegoBano 130 maumeHTOB ¢ HegudpepeH-
nupoBaHHoU JACT (76 My>XYuH U 54 XKEHIIUHBI)
B Bo3dpacTe oT 18 mo 32 ner (cpeaHuii Bo3pacT
19,94+0,3 net) 6e3 COMYTCTBYIOLIECH ITaTOJIOTUMU.
KoHTponbHyIO rpynimy coctaBuiam 24 ImpakTuyec-
KM 30OPOBHIX UeJIOBEKa, COMOCTABUMBIX MO ITOJY,
BO3pacTy, 60e3 BHEUIHMX M 3XoKapauorpaduyec-
kux npuszHakoB JICT. Bce obcinenyemMble naam UH-
¢opMUpOBaHHOE cOIIacHe Ha y4YacTHE B UCCIIEIO-
BaHUMU.

Kpurepusimu auarHoctuku HenuddepeH-
poBaHHoit JICT gaBasiioch coueTaHue BHELIHUX
U 3XoKapauorpapuieckux NUCTUIACTUYECKUX TIPU-
3HakoB [11, 14, 15]. Haubonee 4yacTo BCTpeYaIUCh:
BbICOKOEe Heb0o (56 TalueHToB), CKOJIMOTHUYEC-
Kas nedopmaivsi TPyIHOTO OTAela MO3BOHOYHM-
Ka (37), BopoHKooOpa3Hasi nedopMalusi IpyaHo
kinerku (BIAT'K) I crenenu (24), KpbUIOBUIHBIC JIO-
natku (59), MOTOXUTETbHBIE TECTHI 3aTsSICThs (42)
U Oosblioro masnbla (37), CHHAPOM TUIIEPMOOUIb-
HOCTU cycTaBoB (57), MpPOOOJbHOE IJIOCKOCTOMUE
(34). beimn oTMeueHBI TMOJOBbIE pa3jiMuMs B pac-
MIPOCTPAHEHHOCTH OUCIUIACTUYECKUX NPU3HAKOB:
JKEHIIMHBI OTIMYaIUCh OoJiee 4YacToil BCTpedae-
MOCTBIO CHHIpPOMa TUIIEPMOOUJIBHOCTH CYCTaBOB,
OCOOEHHO €ro BbIpaXeHHOH crereHu (y> = 7,4,
p = 0,006), y My>X4rH IOCTOBEPHO 4Yallle BbISIBJIsI-
muce BATK (x*= 6,0, p = 0,014) u rutockocTomme
(x*= 4,1, p = 0,044). Haubomnee yacTeIMU BapuaH-
TaMU BHYTPUCEPACYHBIX MUKpPOAHOMAaIUN ObLIU
npojanc mutpajipHoro kianaHa (ITMK) I crenmenu
B COUETAHUM C aHOMAJIbHO PACIOJIOXKCHHOMN XOp-
noin (APX) (48 mauueHTOB) W M30JUPOBAHHBIN
IIMK I crenenu (38). Pexe peructpupoBaiuch
uzonupoBaHHas APX (11 maiuumeHTOB), coueTaHue
IIMK 1 creneHu c¢ mpoJialicoM TPUKYCIIMIAJIbHO-
ro kimanaHa (ITTK) (13), [IMK II crenenu ¢ APX
(10), xombunanus I[TMK (I wnu 11 crennenu) ¢ APX
U  aAHEBPU3MOM MEXIIPEACEPAHOU MEPErOpoOaKU
(AMIIIT) wm IITK (10 GOAbHBIX). DXOKapaAuOr-
padmdeckre NpHU3HAKWM MWKCOMATO3HOM HereHe-
palyu MUTPAJbHOTO KJaraHa BepuMUIIMPOBAaHBI
B 14 ciayyasx. CteneHb MUTpaIbHON peryprutauuu
BO BCeX cirydasix He nipeBbimaa I1.

YpoBeHb BHEIIHEW CTUTMATU3alluX  I10JIO-
JKUTEJTbHO KOPPEIMpOBal C YWCIOM BHYTpPUCEp-
JedyHbIX MukpoaHomanuit (r = +0,40, p < 0,05).
He Ob110 BBISIBJIEHO ONpeAeeHHbIX BHEIIHUX IKC-
IUTACTUYECKNX NPHU3HAKOB WJIA WX KOMOWHAIIWM,
CBOMCTBEHHBIX KOHKPETHBIM CEpPACYHBIM MHUKPO-
AHOMAJTUSIM.

CognepxxaHue ayroaHTUTea K KosutareHam I, 11,
II1, IV 1 V TunoB B 1u1a3Me KpOBU ONpPEIEIsIn Me-
TOIOM MMMYHO(GEPMEHTHOTO aHaJM3a C ITOMOIIBIO
HabopoB «MmMTek» (Poccusi) B COOTBETCTBUU C TIPU-
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TABITULA 1. YPOBEHb AYTOAHTUTEN K KOJINAFEHAM B NMNA3ME KPOBU Y NALIMEHTOB

C HEAUODEPEHLIMPOBAHHOM [ICT (X+s5)

Mpynnbi AyToaHTWUTena K KonmnareHy, MKr/mn
obcnenoBaHHbIX I TMna Il Tna Il Tuna IV TMna V Tuna
rauentel ¢ ACT 5,340,2* 3,140,1* 6,6£0,2 2,1£0,1 8,7£0,4
(n = 130)
KoHTponb (n = 24) 3,2+0,3 2,1+0,2 6,4+0,4 2,310,2 10,1+0,7

MpumeuaHune: * — p < 0,05 B cpaBHEHUN C KOHTPONEM.

JlaraeMbIMUA WHCTPYKUMAMHU. KojmyecTBeHHOE OIT-
peleicHre ayTOaHTUTEJ IIPOU3BOIMIIN C IIOMOIIBIO
KaJInMOpOBOYHOII KpMBOI, BBICTpaMBaeMOIl Ha oOC-
HOBE€ PA3JIMUHBbIX KOHLEHTPALUN MOJOXUTEIbHO-
ro KOHTPOJISI ¥ C YIETOM pa3BelIeHUS NCCIIETyeMbIX
o0pa3noB [1]. ABTOpBI BBIpaXaloT OJIarogapHOCTh
n.0.H. 1.B. 2KapHrKoOBOI1 32 TOMOILb B BHIITOJTHEHUU
UMMYHO(EepMEHTHOTO aHaIn3a.

CTaTUCTUYECKUN aHaJIN3 TaHHBIX IIPOBOIWIIN C
MOMOIIIBI0 KOMITBIOTEPHBIX ITporpaMMm «Microsoft
Excel 2000», «Biostat 4.0». KonuuecTBeHHBIE 3HA-
YeHUsI ¢ HOPMAaJbHBIM pacopedeicHueM IIpel-
CTaBJICHBI B BUJIE CpeIHEM + cTaHmapTHAas OIINOKa
cpenneit (X+s,). Ucnonb3oBanu t-kpurepuii CTbio-
NeHTa, OJHOMAKTOPHBIN TUCIIEPCUOHHBIN aHaIu3
C BBIYMCJICHUEM KPUTEePUS MHOXECTBECHHBIX CpaB-
HeHuit Heiomena-Keiinca. Onpenensnu Kputepuii
%2, koaddunmeHT Koppensuuu INupcona (r). Jo-
CTOBEPHBIMU cUuTaIM paznndus rmpu p < 0,05.

PesynbTathl

CpenHuil ypoBeHb ayTOAHTUTEN K KoJJjare-
HaM [ u I1 Tuna B kpoBu npu JCT Obl1 MOBBILIEH,

KOHILEHTpaUMUMu ayToaHTUTeNn K KosuiareHam 111,
IV u V Tunos He OTAMYAINCh OT HOPMEI (TabiI. 1).
IMoBwillIeHWE YPOBHS ayTOAHTUTEN K KoJjareHaMm
npu HeauddepeHuupoBaHHoi JCT Hocuio yme-
PEHHBIII XapaKTep W B CPEIHEM HeE MpeBbIIIAIO0
1,6 pa3a.

Pe3yanaTb| ncenenoBaHna aytoaHTUTen
K konnareHam |-V TmnoB B nnasme KpoBU
C Y4E€TOM BHELLUHUX OUCNIACTUYECKUX NPU3HAKOB

KoppensaiMoHHbI aHaIn3 MeXIy 3Ha4eHUSIMU
ayTOAHTUTEN K KojutareHaM I-V Tumnos u Kojgudect-
BOM CTUTM IMCMOpPGOTeHe3a BBISIBUII JIUIIB CJIa0yI0
OpSIMYI0 3aBUCUMOCTh MEXIy YPOBHEM BHEITHEH
CTUTMATHU3allU UM II0KAa3aTeJIIMM  ayTOAHTUTE
K kojutareHy I tuna (r = +0,20, p < 0,05).

st M3ydeHUsT YPOBHS ayTOAHTHUTENT K KOJUla-
reHaM pa3JIMYHBIX TUIIOB C YYETOM KayeCTBEHHOM
xapaktepuctuku MapkepoB JACT Obutn chopmu-
POBaHBI TPYNIBLI ¢ BHEITHUMHU ITUCIUIACTHICCKUMU
NpU3HaKaMW, UMCIOIIUMU HE TOJIBKO NTUAarHOCTHU-
YeCKyl0, HO W CaMOCTOSITEIbHYIO KIMHUYECKYIO
3HAYNMOCTb, TPOSIBIISTIOIIYIOCS B TOM 4YMCJIE B BO3-
MOXKHOCTHU KOPPEKIIMU JUO0 MpeaynpekaeHUs po-
rpeccupoBaHusi — ckoauo3, BJI'K, mnockoc-

TABJINLIA 2. YPOBEHb AYTOAHTUTEN K KONNAFEHAM B NNA3ME KPOBUW MALMEHTOB C ACT MPU YYETE
KAYECTBEHHOW XAPAKTEPUCTUKM AUCMITA3UA ONOPHO-ABUrATENBHOI O AMMAPATA (Xs5)

YpoBeHb ayToaHTUTEN K KonnareHy, MKr/mn
Mpynnbl o6cnegyembix

| Tuna Il Tna Il Tuna IV Tuna V tuna
CBAOMK (n = 24) 5,6+0,7* | 3,5+0,3* 6,8+0,7 | 2,8+0,3** | 11,0x1,1
Co ckonuosom (n = 37) 5,9+0,3* 3,5+0,3* 6,8+0,4 2,0+0,1 8,7+0,8
C nnockoctonvem (n = 34) 5,2+0,6* 3,210,4 6,5+0,4 2,1£0,2 8,7+1,0
C cvHapoMom runepmMobunbHOCTH cycTaBoB (n = 57) 5,4+0,4* 3,1+0,2 6,4+0,3 2,1+0,1 8,7+0,6
bes BAlK, CK_OJ'IVIO3a, NIOCKOCTONUS, TMNePMOBUIIBHOCTU 4808 3.140,3 6,440.4 1,9£0,2 7310
cyctaBoB (n = 25)
KoHTponb (n = 24) 3,2+0,3 2,1+0,2 6,4+0,4 2,3+0,2 10,1+0,7

MpumeuaHune: * — p < 0,05 B cpaBHEHUN C KOHTPONEM, ** — p < 0,05 B cpaBHEeHUM ¢ Apyrumu rpynnamm 6onbHbix ACT.
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Mpumeyanue: * - p < 0,05 B cpaBHeHNM € koHTponem, ** — p < 0,05 B cpaBHMBaeMbIx rpynnax ¢ MMVK.

TOIIME, CUHAPOM THUIIEPMOOUIBHOCTH CYCTaBOB.
3HaueHus ayroaHTtuten y mauueHToB ¢ ACT mpu
pa3INYHBIX AUCMJIACTUKO3aBUCUMBIX W3MEHEHUSIX
OMOPHO-IBUTATEJIBHOTO allllapaTta TpeacTaBICHBI
B Tabimie 2. BrigBaeHO MOBBIIIEHME KOHIIEHTpa-
LIMU ayTOAaHTUTEN K KojuiareHy | Tmma B rpynmax

¢ BAT'K, ckoino3oM, TNIOCKOCTOITMEM U CYCTaBHOI
runiepmodbuibHocThIO, I Tnnma — ¢ BAI'K u ckonm-
o3oM. Y manmeHToB ¢ JCT, B (peHOTHUIIE KOTOPBIX
OTCYTCTBOBAJIM yKa3aHHbIE AUCILIA3UM OIIOPHO-
JIBUTATEJIbHOIO allfapara, 3HauYMMBIX OTKJIOHE-
HUIl B YPOBHSIX IJIA3MEHHBIX ayTOAHTUTE HE yCTa-

TABJIALA 3. YPOBEHb AYTOAHTUTEN K KOJINAFEHAM B MMA3ME KPOBU MPU PA3NINYHBIX BAPUAHTAX

BHYTPUCEPAEYHbIX MUKPOAHOMAITUN (Xts;)

YpoBeHb ayTOoaHTUTen K KonnareHy, MKr/mn

Mpynnbl o6cnenyemMbix
I Tvna Il TMna Il Tvna IV Tuna V tuna
APX (n =11) 5,8+0,8 3,3+0,8 7,0£0,4 2,040,2 9,540,9
MMK | ctenenu (n = 38) 4,610,5 2,940,5 6,040,5 1,710,1 6,7+1,1
MMK | crenenu + MTK (n = 13) 5,9+1,1 2,940,5 7,2+0,7 2,440,3 7,413
MMK | ctenenun + APX (n = 48) 6,5£0,4* | 3,9+0,2* | 6,9+0,3 2,410,1 10,6+0,8
MMK 1l crenenn + APX (n = 10) 6,9+1,1* | 4,420,2* | 7,9+0,2 2,140,2 8,2+1,0
MMK | (nnm 1) ctenenmn + APX + AMINM wunm MTK (n = 10) 41+1 1 5,1+0,6* 6,8+0,8 1,5+0,6 9,3+4,2
KoHTpornb (n = 24) 3,240,3 2,140,2 6,4+0,4 2,340,2 | 10,1+0,7

MpumeuaHue: * — p < 0,05 B cpaBHEHMN C KOHTPONEM.
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HOBJIeHO. MaxkcuMajbHble 3HAaYeHUs] ayTOAHTHUTEN
K KoJrareHy IV Tima B cpaBHUBaeMEBIX TPYyNIIax pe-
ructpupoBanuck npu Haanuuu BAT'K.

CpaBHHUTEIbHASI OIIEHKA YPOBHS ayTOAHTUTEI
MpU pa3INYHBIX KOMOMHAIUSIX TOKOMOTOPHBIX TUC-
MJACTUKO3aBUCUMBIX MPU3HAKOB: ckoyno3+BJIT'K
(n = 6), CKOJIMO3+CHUHIPOM TIMIIEPMOOMIBHOC-
i cyctaBoB (n = 10), ckonumo3+mimockocTonue+
CHUHJPOM TUIEPMOOMIBHOCTU CycTaBoB (n = 7),
ckonno3+iutockocronue (n = 7), BAI'K+cunapom
TUTIEPMOOUIIBHOCTU CYCTaBOB (N = 5), CUHAPOM TH-
NepMOOUIBHOCTH CyCTaBOB+ILJIOCKOCTOMME (N = 8) —
MO3BOJIMJIa YCTAHOBUTH 00Jiee BBICOKME KOHIICHT-
pauuu ayroaHTuTen K kosutareHy I, II u II1 Tunon
(8,8%+1,0, 4,3+0,3 u 9,2+0,3 MKr/mMia coOOTBeTC-
TBEHHO) y 0oJIbHBIX ¢ coueTanueM BIAI'K u ckomm-
o03a, a Takke K kosnareHam I u II tunoB (7,5+1,1
u 4,21+0,3 MKT/MJI COOTBETCTBEHHO) TIPU COYETaHUU
CKOJIMO3a, IUIOCKOCTOIMSI W CHUHIApPOMA TUIIePMO-
OMILHOCTH CyCTaBOB.

AHaI3 KOHIIEHTpAIWii ayTOaHTUTEJ K KoJljia-
IreHy B IJIa3Me KPOBU IMALIMEHTOB C CUHAPOMOM I'H-
MEepMOOIUTBHOCTH CYCTAaBOB C YUETOM €ro OaIIbHOM
olleHKH [11] moka3zayi BBICOKHE YPOBHU ayTOAHTUTEN
K KoyutareHy I Tura ¢ MakCUMaJbHBIMU 3Ha4YeHU-
SIMU TIPA BBIPAaXKCHHOW CYCTaBHOM THUITEPMOOWMIIb-
HoctH (4,9+0,5 m 6,24+0,7 MKI/MJI COOTBETCTBEHHO
Opu JIETKOM U BBIPAaKEHHOM CUHApOME). Y 00Jib-
HBIX C BBIPAXXCHHBIM CHUHIPOMOM THUIICPMOOMIb-
HOCTH CYCTaBOB TaKxKe OMpPeJe/sIIUCh YBEIUUEHHbIE
nokaszaTeJM ayToaHTUTesl U K KojutareHy Il tuma
(3,5£0,3 MKr/MiI) IO CpaBHEHHIO KaK C KOHTPO-
JIeM, TaK W JIETKUM CUHIPOMOM THIIEPMOOMIIBHOC-
™ (2,7£0,3 mxr/miu). CopepxaHue ayTOaHTUTE]
K xkoinareHaMm 111, IV u V Tunos y nauiueHTOB € pa3-
JUYHOU Tpajalueil CyCTaBHOU TMIIEpPMOOMIBHOCTU
ObLJIO UIEHTUYHBIM 1 HE OTJIUYATIOCh OT KOHTPOJIb-
HBIX BEJIMIMH.

Pe3yanaTb| ncenenoBaHna aytoaHTuUTen
K konnareHam |-V TMnos B nnasme Kposw
NPV pasnnyHbIX Bap1aHTax Marbix aHoManui cepala

W3yyeHne ypoBHS aHTUKOJUTAT€HOBBIX ayTOAHTH -
TeJ B 3aBUCUMOCTH OT Pa3IMYHBIX BapHaHTOB Cep-
IEeIHBIX MHUKPOAHOMAJIMI TO3BOJMIO YCTAHOBHUTH
OoJiee BBICOKME 3HAYEHUsI ayTOAHTUTE] K KOJUTareHy
I u II TunoB nipu ITMK B couetanuu ¢ APX. IToBbi-
IMeHHAas TUTa3MEeHHAasT KOHIICHTPALUsT ayTOaHTUTE
K kosutareny 11 Turia orMedeHa B Ciryqasix TpeX BHYT-
pucepaeyHbIXx MUKpoaHoManuii. KoHIlieHTpauu
ayroaHTuTel K kojuiareHy 111, IV u V tumnoB y 601b-
HBIX C Pa3jIMYHLIMU BapHMaHTAMM MaJIbIX aHOMAaJTHit
ceplia JOCTOBEPHO HE OTJIUYAIUCh OT KOHTPOJbHBIX
3HauYeHM (Tabm. 3).

JaHHble aHaJM3a ayTOAHTUTEJ K KOJIIareHy
y nauueHToB ¢ [IMK ¢ yueTom mpu3HaKoB ero MUK-
COMATO3HOI IeTreHepalluy IIPEACTaBICHBI Ha pPHU-
cyHKe. B ciyyasx MUKCOMATO3HOUW JereHepaluu

KJIarlaHOB HaOJIONAJIOCh YBEJIMYEHUE CONEpPKaHUS
ayroaHTuTen K KosutareHy I u II tTunos. Ilpu stom
KOHIICHTpaIlus ayTOaHTHTe]T K KojutareHy Il Ttmma
OBIJIa BBIIIIE KaK MO CPAaBHCHUIO ¢ KOHTPOJIEM, TakK
U TlalyMeHTaMu 0e3 3xoKapauorpaguyeckux MpU-
3HaKOB MuKcomaTto3Hou nereHepauuu [TMK. Co-
nepxxaHue ayroaHTuTes K kojuiareHaMm 111 u IV tunon
B 00eHX rpynax ¢ IpolabupoBaHNEM MUTPATIBHOTO
KJIaIlaHa HE OTIMYAJIOCHh OT KOHTPOJIBHBIX ITOKa3a-
Teneii. KoHueHTpalysl ayroaHTUTE K KoJulareHy V
TUNA TIPY HAJIMYNUA MUKCOMATO3HOM IereHepanui
TIMK Ob11a BhIllIE, YeM ITPU OTCYTCTBUU IXOKapAU-
orpamuecKnxX MPU3HAKOB MHKCOMATO3HOTO TIepe-
POKICHMSI.

ObcyxaeHve

B opranusme 3m0pOBOro dYeigoBeKa B MalIbIX
KOJIMYECTBaX IIOCTOSSHHO IUPKYJMPYIOT ayToaH-
TUTEJIa, KOTOpbIE SBISIOTCS YAaCTHBIM MeEXaHU3-
MOM HMMMYHOPETYJSILIMU W OCYIIECTBJISIIOT «CaHU-
TapHylO» (YHKIIMIO, CBS3bIBas M TPaHCIIOPTUPYS
OPOOYKTH MeTabonau3Mma. 3adepKKa WM HeIoCTa-
TOYHOE OOpa3zoBaHUWE ayTOAHTUTEN BHI3BIBAIOT Ha-
pyllleHWe TroMeocTaTudeckux wmexaHusmoB [10].
Jucriazusi COeIMHUTENIFHOM TKaHM, KaK U3BECTHO,
YacTo aCCOLMUPYETCS C pacCTPOMCTBAaMU roMeocTas3a
Ha TKAaHEBOM M OpraHHOM YpoBHsX [3]. B aToMm ac-
MEeKTe IMOBBIIIEHUE YPOBHEH ayTOaHTUTE K KoJja-
reHaMm [ u I1 TunoB npu HenuddbepeHIMPOBAHHON
JCT He TOIBKO XapaKTepu3yeT UHTEPCTULIMATbHbBIE
KOJUTareéHbl KaK MNPEeUMYIIIECTBEHHO BOBJICUEHHbBIE
B IIpoliecc (POPMUPOBAHMS TUCIUIACTHISCKUX U3Me-
HEHMII OMOPHO-ABUTATEJILHOTO armnapara U cepala,
HO U CBUETEILCTBYET O «HAMPSI)KEHHOCTU» ayTOUM-
MYHHMTETa — IIpoliecca, MOrPaHUYHOTO MEXKIY HOP-
MaJIbHbIM CaMOpAacIllO3HaBaHWEM W ayTOUMMYHHOM
MaTOJIOTUEMN.

Brisisnenue y naiueHToB ¢ JJCT moBbIIEHHBIX
YPOBHEI ayTOAHTUTEN K KOJUIAar€HYy U 3JaCTUHY Ha-
psioy ¢ aKTMBHBIM aHTUTEI000pa30BaHUEM K TKaHSIM
BHYTPEHHMX OPraHOB MOJATBEPXKIAET TECHYIO CBS3b
MUMMYHHBIX MEXaHHU3MOB C CHHIPOMOM IWCILIA3UH
COeAMHUTEIbHOI TKaHU, CONPSKEHHOCTh MOopdore-
HETUYECKOU U UMMYHHOUW (DYHKIUIA COETUHUTEb-
HOTKaHHBIX CTPYKTYp [4, 15].

OTCyTCTBYE B HaIlleM MCCIEIOBAHUN TMOBBIIICH-
HOI'o ypOBHS ayToaHTuUTea K KoJjuiareHy III tuma,
aHOMaJIbHBIA OMOCUHTE3 U Jerpagaius KOTOPOro
Hambosee yacto ¢pukcupytorcsa npu ACT [15, 21],
MO-BUAUMOMY, OOBSICHSIETCS Oojiee c1adbbIMU UMMY-
HOTEHHBIMY CBOWCTBaMH JAHHOIO TWUIIAa KoOJUlareHa
[8]. HopmanbHBIE cpeaqHUe MoKa3aTean ayTOMMMY-
HuTeTa K KosiareHaMm IV u V tunos y 6oabHbIx JCT
MO3BOJISTIOT TIPEANOJIOXUTE MeHee aKTUBHOE ydac-
THE CTPYKTYp, COCTaBJISIOIIMX OCHOBY 0a3aIbHBIX
MeMOpaH Y MEePULISJUTIONISIPHBIX KOJUIAareHOB B (hop-
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MMUPOBAHUM JIMCIUIACTUKO3aBUCHUMOIO TIIpoliecca.
I1pu 3TOM He UCKIIOUYeHa BO3MOXHOCTh MX ITaTOre-
HETUYECKOU poJiv Tpu 00Jiee BhIpaXkKeHHOI CTereH!u
ACT.

YCoBHBIA MNOPOT KOJUYECTBEHHOTO Juana-
30Ha CTUIM, CBUJACTEIBCTBYIOIIUA OO0 OTKJIOHE-
HUM KOHCTUTYLIMOHAJIbHOTO Pa3BUTHUS B CTOPOHY
IUCIIIaCTUYECKOTO cTaTyca, B COBPEMEHHBIX HC-
cJeIOBaHMSIX OYeHb BapuabesieH U MOXET BIMUSTh
Ha tumno- uiau runepauarHoctuky HACT [14]. Ot-
CYTCTBME YETKOIW B3aMMOCBSI3U MEXIY ypPOBHEM
ayTOAHTHUTE]I K KoJUlaléHaM U KOJIMYECTBEHHBIM
nuarnaszoHoM BHelrHuUx cturm npu JCT B onpene-
JICHHOM Mepe IOATBepXIaeT MHEHHE O TOM, 4TO
3HauuTeJdbHass 4YacTh MUKPOAHOMaJIU He HMMeeT
CaMOCTOSITEJIbHOTO KJIMHUYECKOrO 3HAUCHUS U HE
BJIMSIET HA ITporHo3 [12].

HM3ydyeHure ypoBHsI ayTOaHTUTE]I K KoOJIareHam
B 3aBHCMMOCTU OT XapakTepa AUCIJIACTUYECKUX
TIPOSIBJICHUI TTO3BOJIMIIO BBISIBUTDH PSIII 3aKOHOMEP-
HOCTeli: TIOBBILIEHUE COJIEPXKAHUSI ayTOAHTUTEN
K komnareHy I («koctHOoro») m Il («xpsieBoro»)
tunoB y 6oabHbIXx ¢ BJT'K, ckoino3oM, miaiockoc-
TOTIMEM, CYCTaBHOM TUIIePMOOUIBHOCTBIO M OTCYTC-
TBUE HapYLIEHUN ayTOMMMYHUTETa K U3ydaeMbIM
TunaM KoJutareHoB y manueHToB JICT 6e3 ykasaH-
HBIX AUCIJIA3Uil OMOPHO-ABUraTe/IbHOIO anmaparta.
MOXXHO IPEeaIToNI0XUTh, YTO HOPMAJIbHBINA YPOBEHb
ayTOAHTUTEN TMPU KIMHUYECKU HE3HAYMMBIX JTUCII-
JIa3UsIX OTIOPHO-ABUTATEBLHOIO armnapara oTpaxaer
OTCYTCTBUE BbIpaXK€HHBIX HAPYIIEHUI MeTaboau3Ma
COCAVMHUTEIILHON TKAaHU U «Ie(PEKTOB» MMMYHHOI
CUCTEMBI.

B cnekTtpe ayToMMMYHHOTO OTBeTa Y OOJIbHBIX
¢ BAI'K npucyTcTBYeT TakKxK€ OTHOCUTEIBbHO MOBbI-
IIeHHAsI KOHIECHTPANs ayTOAHTUTE] K KOJIJIareHY
IV tuma, a B cinyvasix couetanust BJAI'K co ckonu-
030M — JIOCTOBEPHOC YBEJIMYCHHE ayTOAHTUTEN
K konnareHy III tuma. Kak u3BecTHO, KoJulareH
IV tuma sBisieTcsi KOMIIOHEHTOM IIMPOKOI CETH
MUKPO(PUIAMEHTOB, OIJIETAIOLIUX TOJICTbIE KOJ-
JlJareHOBbI€ BOJIOKHA, a KosuiareH III Ttuma BxoguT
B COCTaB COEAMHUTEIbHOI TKAHU OMTOPHBIX OPraHOB
[9]. [ToBBIIIIEHHBIE YPOBHM ayTOAHTHUTEII K KOJLIare-
HaM pa3JUYHbIX TUIIOB MMPU OTAEIbHBIX JUCILJIACTU-
YeCKHMX MpHU3HAKaX MOTYT KOCBEHHO ITOITBEPXKIATH
BapuabeJIbHOCTb XapakTepa U CTEIEHU BbIpaxKeH-
HOCTH KJIWMHUYECKOro (EeHOTUIA KOJIIATeHOBBIX
myTanui [17, 22].

HMmMeroTcst cBeneHUST O BIMSIHUM CYCTaBHOM TH-
NepMOOUIBHOCTM Ha BO3HUKHOBEHME U TeyeHUe
psiia peBMaTOJIOTUYECKNUX 3a00IeBaHU, B pAa3BUTUN
KOTOPBIX ayTOUMMYHHbIE MTPOLIECCHI UTPAIOT KITIOUE-
ByI0 poJib [8, 11]. B a3TOM acriekre nmpencTaBiIsTiOT MH-
Tepec BbICOKME YPOBHM ayTOAHTUTEN K KoJIareHam
I u II TMmOB npu BhIpa>KeHHOI CYyCTaBHOI TMIIepMO-
OWJIBHOCTM IIO0 CPaBHEHMIO C €€ JIETKOUl CTeNeHblo,

YTO MOXET MCITOJIb30BaThCSI B KAYECTBE TUATHOCTH-
YeCcKOoro 1 nporHoctudyeckoro npusHaka rmnpu JCT.

OTpaxkeHueM OOIIEl TeHEeTUYECKU AeTepMU-
HUPOBAaHHOM MATOJIOTMX COCTUHMUTEIBHON TKaHMU
SBJISIETCSI MUKCOMATO3HasI JereHepallusl KJlaltaHoOB
cepaua [4, 18]. B HamieM HaOaIOAEHUM ClTydand 3XO-
Kapauorpaduiecku BepuPuUIMpPoOBaHHON MUKCO-
MaTo3Hoi nereHepauuu ITMK conpoBoxnanuch
yBeIMYEHUEM TUIa3MEHHBIX KOHIIEHTpaIllueil ayTo-
aHTuTea K KoutaredaMm I u Il Tunos, a Takke 60-
Jiee BBICOKHM, II0 CPaBHEHUIO C MallMeHTaMu 0e3
MHKCOMAaTO3HOU AeTeHepallni, YypOBHEM ayTOaH-
TUTEJNI K KOoJIJIareHy V TUIIa, XapaKTepU3YyIOIIUMUA
BIIEJIOM e (DEKThl ayTOMMMYHHBIX MEXaHU3MOB KaK
OIHY 13 BO3MOXKHBIX IPUINH ITOBPEXKICHUS SHIIO-
teaus [13]. OcobeHHOCTH JoKanu3zauuu V Tuna
KoJIjareHa, o0pa3yoliero 3K30UTOCKEIET BOKPYT
SHAOTENMAIBHBIX KJIETOK [9], obecrieunBaeT emy
B CIy4yasx HapylIeHUI ayTOMMMYHHUTETa BO3MOXK-
HOCTH BIUSHUSI Ha GopMHUpOBaHUE SHIOTEITNAb-
HOU AMChYHKIMY Yy TTALIMEHTOB C MUKCOMAaTO3HOM
nereHepauuein [IMK [2] m yyacTue B Hapyuie-
HUSIX peryasoun GuOpujUioreHesa KoJjjlareHa
I Tuna [23].

VYBenuueHue ayroaHTuTe K KojutareHaM I u 11 tu-
IIOB y OOJIBIIIMHCTBA OOJIBHBIX C MHOXECTBEHHBIMU
HapyIICHUSIMHN apXUTEKTOHWKM CepIlila COOTBETC-
TBYyeT MaKCHMMaJIbHOMY YPOBHIO pacCTPOMCTB MeTa-
0oJIM3Ma COeIMHUTEIbHOU TKaHU, YCTAHOBJICHHOMY
B Cllyd4asiX COYETAHHBIX CEPAECUYHBIX MUKPOaAHOMA-
Jmit [7].

INpencraBieHHBIC MaHHBIC OTPAXKaIOT COIIPSI-
XXEHHOCTh KIMHu4Yeckux npossaeHuii JCT ¢ noka-
3aTeJIsIMM ayTOAHTUTE K KojulareHy. PocT ypoBHS
AHTUKOJIJIATCHOBEIX aHTUTEJI Y MALIEHTOB C BBIpa-
KEHHbIMU BHEIIHUMMU W KapauaJbHbIMU IUCILIacC-
TUYECKUMM MPU3HAKAMU MO3BOJISIET MPEAITOJIOXKUTD
3HAYCHNE ayTOMMMYHHOTO KOMITIOHEHTA B IIaTOTCHE-
3¢ JICT. YcTtaHoBneHHBIE (paKThl HEOOXOAUMO YIUThI-
BaTh IPU pa3pabOTKe METOJ0B CUCTEMHON Kypaluu
MAlEHTOB C TMPOSIBICHUSIMHA COCAMHUTEIHFHOTKAH-
HOW JUCIJIa3Uuu.

BbiBoapl

1) IIpu nenuddepenuupoanHoii CT yctaHOB-
JICHBIl OCOOEHHOCTH ayTOMMMYHUTETa K KOJUIarcHy,
MIPOSIBIISIIOIIMECST TTOBBEIICHUEM B KPOBHU YPOBHEU
ayTOAHTUTENT ITIPEUMYIIECTBEHHO K KoJjiareHam [
u I Tunos.

2) ®enorurmmueckumMu npusHakamu I CT, ac-
COLIMMPOBAHHBEIMU C TOBBIIICHHBEIM YPOBHEM ay-
TOAHTUTENI K KOJIJIaTeHY, SBISIOTCS: BOPOHKOOO-
pasHas ngedopMalus TPYIHON KIETKH, CKOJIMO3,
CoYeTaHHBIE BHYTPHUCEPACUYHBIE MUKPOAHOMAIUN
(I, II Tumnbl KoamareHa), CUHAPOM TUIEPMOOUIIb-
HOCTHU CyCTaBOB, I1ockocTomnue (I Tum), Mukcoma-
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to3HasaereHepauusga [IMK (I, I, VTunser). Cnextpu
KOHIIEHTpallMs ayTOAaHTUTE yBEJIUUNBAIOTCS B CJTY -
yasx couetaHus ckonuosa ¢ BAT'K (I, 11, ITI Tunsr
KoJjlareHa), CKOJMo3a C IUIOCKOCTOIIMEM M CYC-
TaBHOI runepMoouiabHOCThIO (I, II TUITEl), BEIpa-
KEHHOTO CHHApPOMAa TUIIEPMOOIIBHOCTH CYCTaBOB
(I, IT Tumer).

3) HapyiieHrus1 ayTOMMMYHHOI PeTyJIsIIUA KOJI-
JIJaTeHOBOI'O TOMEOCTa3a MOTYT MCHOJb30BaThCs IS
neneii guddepeHIaIbHOTO TUarHo3a B reTeporeH-
HOM TPYIIIIE ITAalIMeHTOB ¢ HeauddepeHIIMPOBaHHOMN
ACT.
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