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BoiBoabl

1. Mo pesynbTaTam yibTpa3ByKOBO# OCTEONEHCUTO-
metpuu cHuxeHue [NKT amarHoctuposaiocs y 78%
nauueHtoB ¢ XOBJ1. Mpexknunuueckuit OIT (octeone-
Husi) umea Mecto y 51,5% GonabHbIX, a KIMHUYECKH
BbipaxeHHblit Ol — y 16,8%. YacTtoTta BbisiBNEHUS!
OIl aBnsinack Gonee Bbicokoit npu JJ1, yem mpu XOB.
CreneHb CHUXEHHUs KOCTHOM MJIOTHOCTU B 3HAYUTEb-
HO¥ Mepe ornpeesinach BbIpaXXeHHOCTbIO GpOHXHab-
HOi1 06CTPYKLIMH.

2. AHalIU3 MapkepoB KOCTHoro merabosiM3Mma rio-
3BOJIUJI YCTAHOBUTb HECKOJIbKO BapWaHTOB Hapylle-
HHUIl KOCTHOIO peMOAENIMPOBAHUSL. YCHIEHHE KOCTHOIM
pe3opOLUMM NMPU OTHOCUTENBHO CTAOUJILHOM KOocTeob-
pa3oBaHMM BeTpeyanoch y 73,6% GosibHBIX, YCHIEHHE
npoueccoB pe3opbuuu u popmuposanus — y 15,8 %,
UHTEHCUUKALUS pe3opOLUmrU K ocsiabieHHe KOCTHOTO
dopmupoBanus — y 10,5 %.

3. UMT sBasieTcst AOMONHUTENbHBIM MAPKEPOM OC-
TeoneHuueckoro cuHapoma npu XOBJI, yto noarsep-
XNAETCS TECHBIMU KOPPEJSILIMOHHBIMU CBSI3IMU MEX-
ny faHHbIM nokasarenem u [TKT.

4. Hamuue TeCHbIX KOPPEsSILIMOHHBIX OTHOLLIEHUIA
MeX1y MPOBOCTIAJMTENbHBIMU LIMTOKMHAMM, KOCTHOM
MJOTHOCTBIO U MapKepamMu KOCTHOro Mmerabosusma y
GonbHbix XOBJI monyepkuBaeT 3HAYMTEbHYIO POJIb
LIMUTOKWHOMOCPEIOBAHHBIX MEXaHW3MOB B MaToOreHe3e
ITyIbMOHOMEHHBIX OCTEOTEHU.
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PACTBOPUMAA COCYOAUCTAA MOJIEKYNA AAME3NA-1 NMPU CUHOPOME CHEOHA:
KITMHUWYECKOE U NPOMrHOCTUYECKOE 3HAYEHUE

JI. A. Kasawmnuxosa, E. H. Asexcandposa, M. FO. Camconos, JI. A. [lobpoinuna, A. A. Houxos, M. K. Amupoeg,

E. JI. Haconoe

HWH nHesponorum PAMH*, Poccuiickuit KapAMonorMyeckKuii HayyHO-TNIPOM3BOACTBEHHBINH KoMIuieke Mun3aapasa PO,

MockBa

Llens uccnedosanua — uzyvums KauHu4eckoe 3Ha4eHue pacmeopumoli cocyoucmoil monekyast adzesuu-1 (pVCAM-1)

npu cunopome Credoona (CC).

Coigopomoynsiii yposers pVCAM-1 uccaredosanu ummynogepmenmuoin memodom ("R& D", CILIA) y 48 nayuenmoe ¢

CC.

Yeeauuenue xonuenmpavuu pVCAM-1 6 coigopomie 6bi10 06Hapyscero y 62,6% nayuenmoe ¢ CC u accoyuupoganoce
€ BHEMO3208bIMU MPOMOO3AMU, HO He C MANCECMbI0 NOPANCeHUA COCYA08 Mo32a. Y nayuenmoe ¢ ygeauuexuem 6a3ans-
Hoeo yposHsa pVCAM-1 ommeuena bonee 8biCOKAA 4ACMoma NeMANbHLIX UCX0008 8 meveHue 2 1em npoOCneKmueHoz0
HabntooeHus, HeM y nayueHmoe ¢ HopmanbHoim yposHem pVCAM-1.

Pazsumue namonozuueckoeo npouecca npu CC accoyuupyemes c yseauuenuem konuyenmpauuu pVCAM-1 u moxcem
cayxcums 0onoaHuUmMenbHeIM 1A60PAMOPHLIM NOKA3amenem pa3gumus 6HeM03208biX MpPoMOOMUHECKUX HapyuweHui u

Mapkepom HebAaconpuUsmMHO20 nPO2HO3Q.

Kawuesvie caoea: cundpom Credoona, cocyoucmas morexyara adeesuu-1, anmugpocgorunudnsie anmumena

Clinical significance of a soluble vascular adhesion-1 molecule (pVCAM-1) in Sneddon’s syndrome (SS) was studied
in 48 S patients by examination of serum pVCAM- 1 level using enzyme immunoassay (R&D, USA). High serum con-
centration of pVCAM- 1 registered in 62,6% of SS patients was associated with extracerebral thromboses, not with severity
of cerebral vessel damage. Lethal outcomes for 2 years of follow-up occurred more frequently in patients with a high
basal level of pVCAM-1 than in patients with normal level. Thus, development of the pathological process in SS is
associated with elevated concentration of serum pVCAM-1 and may serve an additional laboratory indicator of devel-
oping extrabrain thrombotic disorders and marker of unfavourable prognosis.

Key words: Sneddon’s syndrome, vascular adhesion-1 molecule, antiphospholipid antibodies

* 123367 Poccusi, Mocksa, Bonokonamckoe wi., 80.
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Cunnpom CHemnoHa (CC) — 3T0 CHMIITOMOKOM-
MJeKc, BKIIOYAIOLIUI LepeOpoBacKyIsApHbIe Hapylle-
HHUS UUIEMUYECKOro XapakTepa M pacnpocTpaHEeHHOoe
guseno (livedo reticularis) Ha Koxe B OTCYTCTBHE TPH-
3HAKOB CHUCTEMHBbIX 3a00JieBaHUI COENMHMTEJIbHOM
TKaHu [1, 2]. Yacto HabnlonaioTcss HeBbIHALLIMBAHHE
6epeMeHHOCTH, BEHO3HbIE U apTepHaibHble TPOMOO3bI
PasIMYHON JIOKaJM3aUMHU, TMOpPAXKEHHE KJAMaHoB
cepaua, TPOMOOLIMTONEHUS], aHEMUSI U Ipyrye TMposiB-
JIEHMsI, @ B CBIBOPOTKAX OOHApYXUBAIOTCA aHTHUTEIA K
dochonunuaam (ADJI) [3—5]. D10 gaso ocHOBaHHUE
npeanoaoxuts, uro CC aBnsercsi cBoeoOpa3HbIM Ba-
PUAHTOM TMepBUYHOTrO aHTUGHOCHOMUMUIHOIO CHH-
apoma (IMADC) [3, 4], a MexaHU3MbI Pa3BUTUSI TPOM-
60308 He Tonbko npu [TADC, Ho 1 npu CC cBsizaHbl
¢ runepnpoaykuuein ADJL.

MexaHu3mbl, Jexaiye B ocHoBe ADJI-uHayumnpo-
BAHHOI TUMEpKoaryssiiuu, BecbMa pa3zHooOpasHbie.
A®JI pacIto3HalOT aHTUIeHHbIE JETEPMUHAHTBI He ca-
mux pochonunuaos (PJ1), a pochonunuacsssbiBao-
LKUX GENKOB, B MEPBYIO O4Yepe/lb eCTECTBEHHOTO aHTH -
KoaryJassHTHoro 6enka B,-mukonporeuna I (B-I'TII), u
06J1a1aI0T CNOCOOHOCThIO MHAYuUMpoBaTh [,-I'TII-3a-
BUMCHMYIO aKTUBALIMIO SHAOTEJHAIBHBIX KieToK (BK)
COCYIMCTOM CTEHKH, TPOMOOLMTOB, MOHOLIMTOB [6—
8]. B cBoio ouepenb aktuBauus DK conposoxmaercs
TUIIEP3KCITpEecCHeil  KJIETOYHBIX MOJIEKYJ * aare3uu
(KMA), B YaCTHOCTH COCYAMUCTOMN KJIETOUHOI MOJIEKY-
Jabl anre3mu-1 (vascular cell adhesion molecule-1 —
VCAM-1) [9—13]. HanomHuuM, uto VCAM-1 oTHO-
cutcs K "cynepceMeicTBy" MMMyHornooyauHoB (lIg),
10 CTPYKType SIBJISIETCS TpaHCMEMOpPaHHBIM INIMKO-
MPOTeMHOM | TUMA UM MMEET MOJIEKYJSPHYIO Maccy
100—110 x[da. IMpuMeyaTenbHO, YTO WHAYKTOpaMu
akcnpeccun VCAM-1 Ha DK MoryT ObITh HE TOJIBKO
MpOBOCHAMUTENbHbIE LHUTOKUMHBI (dakTop Hekposa
OITYXOJIN-0t, UHTEePJIEUKUH-1, MHTEepdepoH-y), HO U
ADJI [14—16]. ITporpecc B U3y4YEHUU KIMHUYECKOIO
M mnaroreHetudyeckoro 3HayeHuss KMA B uenoM u
VCAM-1 B 4aCTHOCTU BO MHOT'OM OOYCJIOBJIEH OTKpPbI-
THeM pacTBopuMbIX u3odopM KMA (pKMA) u paspa-
OOTKOM METOIOB MX ONpPEAeJCeHUS B OMOJOTMYECKUX
xuakoctax [16, 17]. TloBbllieHHE KOHLEHTPALMHU
pKMA B ceiBopoTKe HabyrogaeTcsl MpyM MHOTHUX BOC-
MajJuTeIbHbIX AYyTOMMMYHHBIX, UH(EKIUUOHHBIX, OITy-
XO0JIEBBIX 3a00JIEBaHUSIX, ATEPOCKIEPOTUYECKOM ITopa-
XeHUM COCYIOB, CUCTeMHBIX BackyauTax [18—20]. On-
HAaKo NaHHbIe, KACAIOLIMECS KIMHUYECKOTO 3HAYEHUS
pKMA npu I[MA®C u BropuyHom ADPC (BADC) y
OOJIBHBIX CUCTEMHON KpAaCHOM BOJYAHKOI, HEMHOIO-
quC/lIeHHBIEe U NMpoTuBopeuuBsele [14], a mpu CC, KoTto-
pbiit, kak U [TADC, MoxeT OBITh CBA3aH C CUHTE30M
A®JI, HO UMeeT OTIIMYUTENIbHbIE KIMHUYECKUE OCO-
GEHHOCTH, OTCYTCTBYIOT. DTO U ITOCIIYKMUJIO OCHOBAHU-
€M [UIs1 JaHHOTO MCCJIeIOBAHUS.

Marepuan u MeTOIbI

O6cnenoBano 48 6onbHbIX ¢ CC (8 MyxX4mH, 40 XeHILHH,
cpegHuil Bo3dpact 45,2 £ 10,3 roga),” ocCHOBHblE KIMHHYE-
CKHe TMPOSIBIIEHUS] Y KOTOPhIX CyMMUpOBaHbl B Tabn. 1. Ta-
XEeCTb COCYAMCTOTO MOPAaXXEHMsI FOJIOBHOTO MO3ra OLIEeHWBa-
JIM Ha OCHOBAHMHM KJIMHUYECKUX JAHHBIX U PE3Y/bTATOB Mar-
HUTHO-PE30HAHCHOM WM KOMIIBIOTEPHOW TOMOTpaduM.
Ipu BeisBNeHUM 3 MHMapKTOB U OoJiee cpeaHero/60abLIOro
pasMepoB WJIM BBIPAXEHHOTO paclIMpeHUsi KOPKOBBIX 00-
po31 (M301MPOBAHHOIO MJIM B COYETAHMM C HH(GAPKTOM MO3-
ra), KJIMHW4YeCKH TMpOSIBJSIBIUErOCs IEMEHUMEN, TIopaXeHue
MO3ra YCJIOBHO CUMTAJIOCh TSIKENBIM. bosbluyio yactb 60sb-

Ta6nuua 1. Knuunyeckue nposisneHns y 48
6onbHbIX CC

Yucno GOan;-
KnuHnyeckoe nposisneHue EST?
abce. %
LlepeGposackynsipHbie HapyLLUeHUa 48 100
B TOM uyucne:

MLLEMWUYECKNIA UHCYNLT 39 81

npexopsiLiee HapyllieHue MO3roBoro Kpo-

Boo6pauieHue (MHMK) 39 81
PacnpocTtpaHeHHoe nuBeno 48 100
FonosHas 6osib 34 71
SnunenTtuyeckue npunagkn 15 31
JeMeHuma pasnnyHo’ TaxecTun 17 35
ApTepuanbHas rmnepToHUs 30 62
Nwemnueckas 6onesHs cepaua (MBC) 15 31
MopaxeHne noyek 18 38
MopaxeHue knanaHos cepaua (rno AaHHbIM

OxoKr) 32 67
BHyTpuyTpobHasa rubens nnoaa/CnoHTaH-

HbI abopT 23/32 72
Mepudepnyeckne BeHO3HbIE TPOMBO3bI 8 175
TpombBosmbonua nerodHeix aptepuin (TONA) - . 2 4
Tpombouutonenuns meHee 150 TbiC. 5 105

HbIx ¢ CC (41 maumneHTa) HaOMIOATN B AMHAMUKE B CPENHEM
Ha MPOTSXKEHUM 2 JIEeT.

PactBopumyio VCAM-1 (pVCAM-1) onpenensiny ummy-
HopepMeHTHBIM MeToaoM (MPM) ¢ ucrnonb3oBaHUEM KOM-
Mepueckux HaGopos ("R&D Systems"”, CILIA) cornacHo uH-
CTPYKUMHU pupMbI-H3roroButesiss. KoHTposnbHYyIO rpynny co-
cTaBuiayn 18 300poBBIX JOHOPOB. AHTUTENA K KapAUOIUIUHY
(AKJ1) IgG- u IgM-n3zorunos onpexnensnu MPM, onucan-
HbiM Hamu paHee [21]. Konuentpauuwo IgG- u IgM-AKJI
BbIpaXaJIu B MEXIYHapOMHBIX CTAHAAPTHHBIX efruHULax GPL
1 MPL. BonuaHoyHbIi aHTHKOAryasiHT (BA) onpenensuiu no
YIUIMHEHUIO BPEMEHU CBEPTbIBAaHUS KPOBU B dochONUMUI-
3aBHCUMBIX KOAryJISILIMOHHBIX TECTaxX, C MOATBEPXIECHHUEM B
TecTax CMELIMBaHMs C IJIa3MOU IOHOpa U TecTaxX HelTpanu-
dauuyu PJI. 15 GoNbHBIX OBIIM CTOMKO ITO3WUTUBHBIMH TO
ADJT (AKJT u/unu BA), y 21 6onbHoro nosbitieHne AD]]
BBISIBJISUIOCh HETIOCTOSIHHO, 12 GonbHBbIX ObiM A®DJI-Hera-
TuBHbBIMU. OnpeaeneHne pVCAM-1 u ADJI Bo Bcex ciyyasx
TPOBOJAWJIM BHE OCTPOTO NEPHONA MHCYIIbTA.

CratucThueckyro o6paboTKy pe3yNbTaToB MPOBOLMIH C
JCIIOJIb30BAaHMEM IakeTa rnporpaMm Statistika, a Taxxke Me-
TONOB MapaMETPUUECKOTro U HE MapaMeTPUUYECKOro aHanu3a
(+-xputepnit CrbloneHTta, U-Tect MaHHa—YUTHHU, MeTol
Kpyckanna—Yonuca). CTaTUCTUUECKH JOCTOBEPHBIMU CYH-
Tasii pe3ynbrathl Tipu p < 0,05.

Pe3yabTaThl B 00CyXKIeHHe

PesynbraTel onpeneneHUss KOHLIEHTpauuu pV-
CAM-1 B cpIBOpOTKE KpoBU 60abHBIX ¢ CC 1 JOHOPOB
npeacTaBleHbl Ha pucyHke. CpenHuil ypoBeHb pV-
CAM-1 y 6onbHbix ¢ CC (750 Hr/mJi1) GBLT JOCTOBEPHO
(p < 0,01) Bbrre, yeM y moHopoB (958 wur/mu). Bepx-
HSIS1 TPAaHULIA HOPMaJIbHOM KoHUeHTpauuu pVCAM-I1
cocraBuna 664 Hr/mi (M + 1 SD), yTo cooTBeTCTBYeT
JNaHHBIM (pUPMBI-U3roToBuTe . [ToBbILIIEHHE YPOBHA
pVCAM-1 ormeueno y 30 (62,6%) mauuenros ¢ CC.

B 3aBucumoctu ot ypoBHss pVCAM-1 nauueHTbl
ObUIM paszesieHbl Ha 2 rpynnel. B 1-1o rpymmy BolLio
18 nanueHTOB, MMEIOIMX HOPMATbHBIN (MeHee 664
HI/MJ), a BO 2-10 — 30 MauueHTOB C MOBbBILLIEHHBIM
(Gonee 664 Hr/mn) yposuem pVCAM-1 (tabn. 2 u 3).
Kaxk BugHO u3 Tabis. 2, CTAaTUCTUYECKU LOCTOBEPHBIE
pasyIMYUs IO OCHOBHBIM KJIMHUYECKHM M jabopartop-
HBIM MapaMeTpaM B CPaBHMBAEMBIX IPYyIITax MalueH-
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Ypoeenb pVCAM (no ocu opOuHam, 8 He/mn) y 48 6onbHbIX ¢ CC
(a) u y 8 300poebix doHopos (6).

lopusoHmanesHas NuHUA NoKkasbieaem cpedHull yposeHb.

TOB OTMeyeHbl He Obuin. Kpome Toro, He BbISIBIE€HbI
CTaTUCTUYECKU IOCTOBEPHBIE PA3IUUUSI MO CpeIHEMY
ypoBHIO pVCAM-1 y nauueHToB ¢ TseKeNnbM (n = 20;
719 + 166,7 Hr/min) u MeHee TsaXensiM (n = 28;
771,7 + 283,9 Hr/MJ) nopaxeHWEM TOJIOBHOIO MO3ra
(p <0,05). Takum obpazoMm, npu CC ypoBeHb pV-
CAM-1 He OTpaxaeT TSIKECTb LiepeOpoBaCKYISIPHBIX
HapyLweHUH.

BHeuepeOpaibHble  KJIMHUYECKUE TPOSIBJIEHHUS,
CBsI3aHHbIE ¢ TPOMOO3aMHU, yalle HaOJooaNuch y na-
LIMEHTOB C TMOBBILIEHHBIM, YEM C HOPMAJIbHBIM YPOB-
HeM pVCAM-1 (cM. Tabn. 3). XoTs 9Tu pasnuuusi Obl-
JIM CTaTUCTUYECKHU HEJOCTOBEPHBIMHU, OOpALLAEeT Ha ce-
051 BHUMaHue ToT ¢akT, uyto TOJIA u nepudepuyeckue
BEHO3HbIE TPOMOO3bI HAGMIOHAIMCH MOYTH UCKIIOUM-

Tabnuua 2. CpaBHuTeNnbHasi XxapaKTepucTuka uyepeo-
POBAacCKyNsipHbIX HapyLweHui y 60bHbIx ¢ CC ¢ Hopmanb-
HbIM (1-5 rpynna) n NoBbILLEeHHbIM (2-9 rpynna) ypoBHeM
pPVCAM-1

Tabnuua 3. CpaBHMTenbHas XxapakTepuCTHKa BHEMO3~-
rosbix nposiBneHnii y 6onbHbix ¢ CC ¢ HopmanbHbiM (1-51
rpynna) n nossiweHHbIM (2-9 rpynna) yposHem pVCAM-1

MNposenexnne 1-a rpynna (n = 18) | 2-a rpynna (n = 30)
TIONA 0 2(7)
Mepudepuyeckue se-

HO3Hble TPOM603bI 1(6) 7 (23)
nBC 5 (28) 11 (36)
MopaxeHune noyek 6 (33) 12 (40)
MameHeHne knanaHoB

cepaua (3AxoKr) 12 (67) 22 (71)
HesbiHawwnsaHue Ge-

pemMeHHOCTHN 8/11 (72) 15/20 (75)
TpombouuToneHna mMe-

Hee 150 ThIC. 2(11) 5 (16)
MoBbIWeHWe yPOoBHSA

AN (AKN n/vnu BA) 13 (72) 23 (80)

Mokasatens 1;2 ?xrg;a 2;2 ;p)é%r;a
Mon: 3
XEHLUMHbI 13 (72) 27 (90)
MY>X4UHbI 5 (28) 3 (10) :
BospacT, roasi 47,6 + 10,0 43,4+ 10,4
OnutensHocTs 3a6onesa- G
HUK, roabl 10,2 £ 6,0 10,7 £ 8,1
Hapywexue Mo3rosoro .
kposoobpauenus (HMK) 16 (89) 23 (77)
[oBTOpHbLIE HMK 11 (61) 15 (50)
MHMK 16 (89) 23 (77)
Taxenoe nopaxeHue Mo3ara 8 (45) 12 (40)
Aemenumns 7 (39) 10 (33)
AnNUnenTUYecKnin CUHAPOM 4 (22) 11 (36)
Xopes B aHaMHe3e 4 (22) 5 (16)

NMpumevyaHue. 3pecb 1 B Tabn. 3: pa3nuuma HepoCTO-
BepHbl. 3aecb U B Tabn. 3, 4: B CKOBKax — NPOLLEHTHI.

TEeJIbHO y MAalMEHTOB C TNOBBIILIEHHBIM YpOBHEM pV-
CAM-1. IIpu Gosee metaJpbHOM aHaIN3€E MOTYYEHHBIX
JNaHHBIX OKa3aJloChb, YTO CYLIECTBEHHOE MOBBILIEHUE
ypoBHs1 pYCAM-1 (6onee 729 Hr/mn, M + 2SD) noc-
ToBepHo vaie(p < 0,024) Habnogasoch y MaLMEHTOB
¢ Npu3HaKaMu mopaxeHus: nouek (59%), yem Ge3 ta-
KoBbIX (26%).

Paznuuus nmo yactore ooHapyxeHuss ADJI (AKJI
u/vnu BA) B cpaBHMBaeMbIX IpyIax He OTMEYEHbI
(cM. 1a6i. 3). Cpennuit yposeHb pVCAM-1 ObL1 BbILLE
y MaLMEHTOB cO CTOWKMM roBbiieHueM ADJI (n = 15;
861 *+ 364,1 Hr/Mi), 4eM MPU UX NEPUOAUYECKOM 00-
HapyxeHuu (n = 21; 703,2 + 134,8 Hr/mi1) U ocobeH-
HO mipu otcytetBuM (n = 12; 692,1 + 149,3 Hr/mn).
Cpentss koHueHTpaus pVCAM-1 Obuia Bbille y Ma-
L{MEHTOB C BBICOKOTTO3UTUBHBIMU 3HAYEHUSIMU YPOBHS
(6onee 40 GPL) 1gG AKJI (977,5 £ 475,1 Hr/mi), ueM y
nauueHToB ¢ AKJI Hike 40 GPL (704,3 = 130,0 Hr/mr).
OnHako 3TU pa3nuuus ObUTU CTATUCTUYECKH HEMOCTO-
BepHbIMU (p > 0,05 Bo Bcex cayyasix).

JlaHHbIe, Kacarolrecs MPOrHOCTHYECKOro 3Haye-
Hust pYCAM-1, cymMupoBaHbI B TaG1. 4. 3a BpeMst Ha-
omoneHust 6 U3 25 GONBHBIX C UCXOMHO MOBBIILIEHHBIM
ypoBHeM pVCAM-1 noru6/u B CBSI3U C pa3BUTHEM CO-
CYIMCTBIX KatacTpod WJIM NpOrpeccMpoBaHUEM Cep-
IeYHOU HemocTaTouyHOCTH. M3 16 6OIbHBIX ¢ HOpMAaJTb-
HbIM ypoBHeM pVCAM-1 netanbHbIii KCXOJ UME Me-
cto Tonbko y 1 mauuenta. Ilpu 3TOM mocroBepHast
CBS3b MEXIY OCOOEHHOCTSIMU aHTUMKOAryJIsIHTHOM Te-
panuu (npreM acriMpyuHa U HETNpSIMbIX aHTUKOATYJISTH-
TOB) U UcxonoM y nauueHToB ¢ CC He oTMeueHa.

Yeenuuenue KoHueHTpauuu pVCAM-1 BbisiBIEHO
boJiee yeM y nojsoBUHbI nauueHToB ¢ CC, 41O MO3BO-
JisieT obcyxnath poib akTuBauuu DK B pa3BUTUHU CO-
CYIMCTBIX OCJIOXXHEHUI MpU 3ToM 3abojieBaHUU. OOUH
U3 MeXaHU3MOB yBenauuyeHusi cuHte3a pVCAM-1 Mo-

Tabnuua 4. Yacrora neranbHbiX UCXOAO0B Yy NaUNEeHTOB
¢ CC c HopmanbHbiM (1-9 rpynna) v noBbILWEHHbIM (2-51
rpynna) 6asansHsim yposHem pVCAM-1

Mokasatens 1;2 ;p%rér)la 26‘7 E_P‘g.)'a
AnntensHOCTL NPOCNEKTUBHO-
ro HabnioaexHus nocne uUc-
cneposanua pVCAM-1, roget 1,8 = 0,58 1,7+ 04
HMK 3a Bpems HabnioaeHus 2(13) 4 (16)
NeTanbHblii UCx0n, 3a BpeMst
HabnwoneHUs 1.(7) 6 (24)
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XeT 6bITb cBsi3aH ¢ cuHTesoM ADJI [9—12]. [To Ha-
KM naHHbIM, ADJT 66Ut 06HapyXeHbl y 23 (77%) U3
30 60oabHbIX ¢ CC ¢ noseilieHHbIM ypoBHeM pVCAM-
1. KocBeHHbIM noarsepxaeHuem ponu ADJI B uHayK-
unu pVCAM-1 gBasieTca TeHAEHUHs K 6osiee BbICOKOM
KoHUeHTpauun pVCAM-1 y nauveHTOB, MMEIOLLUX
ycToituuBoe u cyliectBeHHoe (6osee 40 GPL) nosbi-
weHue ypoHsi ADJI, yem y nauneHToB 6e3 ADJL. [Tpu
3TOM mnoBblleHHe coaepxaHusi pYVCAM-1 He 6bu1o
CBSI3aHO C BO3pacToM MauueHToB. OYeBUAHO, YTO MpPHU
CC yBennueHue koHueHTpauuu pVCAM-1 B Gonblueii
CTeMeHU OTpaxaeT CUCTEMHYIO, YeM JIOKaJIbHYIO (Le-
peGpanbHble apTepun) akTuBauuio K. O6 stomM, ¢ oa-
HOM CTOPOHBI, CBUIETEIbCTBYET OTCYTCTBHE CBSI3U Me-
X1y ypoBHeM pVCAM-1 u TsiXecTblO LepedpoBacky-
JIAPHBIX HApylIeHWH, a ¢ OPYroil CTOPOHbI, omnpene-
JIeHHas TeHOEeHUMsT K OoJibllieit 4yacToTe CUCTEMHbIX
TPOMOOTHYECKUX OCHOXHEHUI y mauueHToB ¢ CC,
MMEIOLLMX MOBbILLIEeHHBIN ypoBeHb pVCAM-1. D10 He-
CKOJIbKO oTiinyaercst oT naHHbIX G. Kaplanski u coasr.
[14], xoTopbie oTMeTHnH, yTo npu [TADC (Ho He npu
BA®DC) yposeHb pVCAM-1 Bbillie Yy 6OJIbHBIX C HllIE-
MUYECKUM MOpPaXEHMEM Mo3ra, yeM 6e3 Hero. Oue-
BUAHO, uyTo nMpu CC Takas 3aKOHOMEPHOCTb HE MoIJia
ObITb OOHAapyXeHa, TaK KaK LepeOpoBacKy/IsipHbIE Ha-
PYLUEHUSI UMEIOTCSl y BCEX MALMEHTOB, CTPaNarOILIMX
3TUM 3aboneBanueM. KpoMe Toro, B HallleM npeabiay-
LLIEM MCCJIENOBAHUU ObUIO YCTAHOBJIEHO, YTO Y 0OOJIb-
HbiX [TADC (1 BADC) ¢ pasBUTHEM MILIEMUYECKOTO
MOPaXK€HUsI FOJIOBHOTO MO3ra KOppeJIUpPYeT YPOBEHD
He pVCAM-1, a npyroit MoJieKyJbl aare3aun — pP-ce-
JIeKTUHA. MOXHO TakXe MpeanosioXUTh, YTO U3 CHUC-
TEMHBIX TPOMOOTHYECKHUX OCJIOXHEHUM, Habmiomae-
MbIx pu CC, nosbilueHue yposHsi pVCAM-1 ocobeH-
HO TE€CHO CBSI3aHO C TPOMOOTUYECKOM MUKPOAHTHOIA-
thei noyek. Ha ato ykasbiBaeT ToT ¢akr, uro npu CC
CYLLIECTBEHHOE YyBeqnuyeHue conepxaHusi pVCAM-1
yallle HaOJIJAIOCh UMEHHO Y MAalMEHTOB C Jlabopa-
TOPHBIMU TpPU3HAKAMU (MIPOTEUHYPHSI) IOPaXEHUS
moyek. CxomHble naHHble nojyyeHel G. Kaplanski u
coasT. [14] y mauneHToB ¢ [TADC.

Bosbiias yactoTa JieTaJbHbIX MCXOAOB cpeau 060J1b-
HbIX ¢ CC c MOBBILUEHHBIM, YEM C HOPMAJIBHbIM YPOB-
HemM pVCAM-1, BbIsIBJIeHHas1 B MpoLecce 2-JIETHEro
MPOCIEKTUBHOIO HaOJIIONEHMSI, TMO3BOJISIET paccMar-
puBaTh yBeanyeHue KoHueHTpauuu pVCAM-1 kaxk
Mapkep HeGjarompusitHoro mporHosa. [lo ZaHHBIM
JITepaTyphl, yBeaudyeHue coaepxaHusi pVCAM-1 ac-
COLIMUPYETCSl C HeOJIAaronpusITHBIM MPOrHO30M Y Ma-
LUMEeHTOB ¢ HecTabwibHOW creHokapaueit [22]. [lpu
5TOM BaXXHO OTMETUTb, YTO YACTOTA JIETAJBHBIX UCXO-
JIOB He 3aBuceJia OT BO3pacTa MalMeHToB, Mpoduiak-
TUYECKOTO MpHUeMa aclMpUHa U HEMNpsSIMbIX aHTUMKOA-
ryasiHToB. OYeBUIHO, YTO BO3MOXHOCTh UCIOJIb30Ba-
Hust pYCAM-1 mns oueHku nporHosa npu CC umeer
OYEHb BAXHOE KIIMHUYECKOE 3HAaYeHUe U TpebyeT moa-
TBEPXIEHUA Ha OOJbLLIEM KIIMHUYECKOM MaTepuase.
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