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Up to now, it is difficult to determine systemic scleroderma (SSD) activity because of the lack of validated tools to estimate changes in the patho-
logical process. Attempts have been made to develop unified activity assessing methods for many years. The indices proposed by the European
SSD Group are most popular today. This paper gives the results of using this index in a cohort of Russian patients.
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disease severity.

CucremHas ckiepoaepmust (CCJl) — xpoHUUYecKoe reHepa-
JIM3UPOBaHHOE 3a00JIeBaHNE COSNMHUTETLHOM TKaH!, B OCHOBE
MmaToreHe3a KOTOPOTO JiexKaT CUCTeMHBIE COCYIMCThIe HapyIle-
HUS, UMMYHOBOCITAJIUTEIBHBIC TTPOLIECCHI M M30BITOYHOE OTJIO-
JKeHNE KOMITOHEHTOB 3KCTPAIIC/TIONSIPHOTO MaTPUKCa aKTUBH -
poBaHHBIMU (uOpoLIaCTAMKU B CTPOME BHYTPEHHMX OpPraHOB.
CC/I nposiBiisieTcsl XapaKTepHbIMU U3MEHEHUSIMU KOXKU, OTIOp-
HO-JIBUTATeJIbHOTO alllapara, BHYTPEHHUX OPraHOB (JIETKMX,
cepaia, MAIIEeBapUTETbHOTO TPAKTa, MTOYeK) W pacIipoOCTpaHeH-
HBIMHU Ba30CTACTUYCCKUMU HApPYLUICHUSIMU TI0 TUITY CUHIpPOMA
PeitHo. 3aboneBaHue TopaxkaeT TJIaBHBIM 00pa3oM >KEHIIWH
3peJIoro Bo3pacTa U acCOLIMUPYETCs € CYIIECTBEHHBIM Hapyllie-
HUEM 3I0pOBbSI, BKJItOUasi 00J1b, U3MEHEHNE BHEITHOCTHU B XY/I-
IIYI0 CTOPOHY, CHYDKeHMe (hYHKIIMI OITOPHO-IBUTATEIbHOTO aIl-
rmapaTa ¥ BHyTPEHHUX OpraHoB. bojie3Hb 4acTo MPUBOAUT K He-
TPYAOCTIOCOOHOCTH W ACTIPECCUU U OTJNYACTCS CHIDKEHHEM Ka-
YecTBa XXKU3HU, YBEIMYECHUEM CMEPTHOCTU (CpaBHUTEIbHAS BbI-
KrBaeMocCThb yepe3 20 jieT Ha 35% MeHbllie, YeM B TOIYJISILIMKI ) 1
BBICOKMMM SKOHOMUYECKUMU 3aTpaTamu [1, 2].

CCJl pacrnipocTpaHeHa 1o Bcemy 3eMHoMmy 1uapy. [lepBuu-
Has 3a00J1eBaeMOCTh cocTapsieT 2,7 — 12 ciayyaeB Ha 1 MJIH Ha-
cestenns B rox. IMomarator, uro CCJI crpamaior cBbiiie 16 ThbIC.
kaHamues 1 100 Teic. aMmepuKaHIIeB. Tak Kak 3THOJIOTHS 3a00J1e-
BaHUs HEM3BECTHA, a MaTOreHe3 U3yYeH HelOCTaTOYHO, JJeUeHUe
T10X0 pa3paboTaHo. Ciyuyau BbI3AOPOBIECHUS HEU3BECTHHI [ 3].

3abosieBaHUE OTJIMYAECTCS KJIMHUYECKON TeTepOreHHO-
ctho. Yarie npyrux BCTpedaroTcst 1Be HOPMBI, pa3inyaroniuecst
1O OCTPOTE, TEMIIaM ITPOTPEeCCUPOBAHNSI, TIPOTHO3Y U B 3aBUCH -
MOCTH OT CTETIEHU PacIpOCTPAaHEHHOCTH U3MEHEHUI KOXM I10-
JIYUBIINE Ha3BaHUE AUMUMUPOBAHHOU CKAepodepMul, KOTIa 1o~
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paxaroTcs KUCTU U JIULO, U duggy3Hoil, eClii TIPOLIeCC 3aTparu-
BaeT KOXY KOHEYHOCTEl (BBIIIIE JIOKTEBBIX M KOJICHHBIX CYCTABOB)
u TynoBuiie. PazHas creneHb BBIPAXXEHHOCTU OCHOBHBIX CHUM-
TNITOMOB OOYCJIOBJIEHA CJIOXXHBIMU MATOI€HETUIECKUMHU 3aKOHO-
MEpPHOCTSIMU pa3BUTHSI 0OJIE3HM, BKIIOUYAIOIIMMU ayTOMMMYH-
HbIe, BOCIAJIUTEIbHbIE U (prbporuiacTuyeckre peakuuu. Bocna-
JIUTENIbHBINA U HUOPO3UPYIOLIUI ITPOLIECCH COUETAIOTCS B PA3HbIX
COOTHOIIEHUSIX, Yallle npeodiagaeT ¢pudposupoBaHue [4].
Baxnbim 6apbepom B uzyuyenuu CCJl 1o HacTosiilero Bpe-
MEHU OCTaeTCs TPYITHOCTh OIpeneIcHNs aKTUBHOCTH 3a00JieBa-
Hus. [1ox akTHBHOCTBIO OOBIYHO MTOIPa3yMEBAIOT TAKHE aCTIEKThI
00JIE3HU, KOTOpPbIE BapbUPYIOT BO BPEMEHU U TMOTCHLUAIBHO,
CIIOHTAHHO WJIM MOJ NEHCTBUEM Teparuyd MOTYT ObITb 0OpaTH-
MBIMU B OTJIMYME OT IMOBPEXIEHUS W TSDKECTH 3a00JIeBaHUS
[5—7]. [lospexcderuem canTaoT HEOOPATUMYIO HEAOCTATOYHOCTh
OpraHOB M TKaHEM, BOSHUKIIIYIO B pe3yJIbTaTe MaToJIOTMYeCKOTO
npoiiecca. O6IIEeNPUHSTON AeUHULINY msaxcecmu 601e3HU B Ha-
crosiiiee BpeMsi HeT. OHU MccaeaoBaTe/ M paccMaTpUBalOT ee
Kak MOAU(DUKATOP aKTUBHOCTU 1 BKJIIOYAIOT B OLICHKY aKTUBHO-
¢ty (ITPU HAJIMIUM TIPU3HAKOB 0OJIe3HU, TPEOYIONTUX Tepariu,
(bukcupoBaHHBIX (PYHKUMOHAIBHBIX OrpaHUYeHUii). [dpyrue
MPUPABHUBAIOT TSDKECTh K OIICHKe MporHo3a. HakoHelr moHsTHe
TSDKECTU 3a00JIeBaHUST MPUMEHSIOT I 0003HAaYeHUs OOIIEeTo
BO3eCTBUSI 001€3HU Ha (DYHKIIMIO OPTAaHOB U CUCTEM B IJAHHBIM
Mepuos BpeMeH!, BKJIIoUasi 00OpaTuMbie (AKTUBHOCTB) U HeoOpa-
TUMBbIE (TTOBPEXIEHUE) MapaMeTpbl 3a0ojeBanus 8, 9].
Ompenenenve aktuBHoct CCJl 4upe3BbIYaitHO TPYIHO,
OCOOCHHO TIpU CPaBHEHUU C CHCTEMHON KpacHOU BOJYAHKOM
(CKB) u peBmaroumHbiM apTputoM (PA), xapakrepusyromiy-
MUCS BMU30AaMHU OTYETIMBOTO OOOCTPEHUSI B BUIE YCUJICHUS
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BOCIAJIMTEIBHBIX MPOLIECCOB B CHHOBUM, CEPO3HBIX O0JIOUKAX,
KOXe, MoYKax v Ap. DTU 000CTpeHus JIerko nuddepeHInpyoT-
cs1 OT (ha3bl OTHOCUTEHLHOTO TIOKOSI — PEMUCCUY 3a00JIeBaHUSI.
Ilpu cxnepomepMuu CIIOHTaHHAsS peMUCCUs] He HaOTIomaeTcs.
Ilpu nuTenbHOI aneKBaTHOW Teparuy BO3MOXHBI U3MEHEHUE
XapakTepa TeUeHUsl, 3aMeJIeH e TPOTPecCUpPOBaHUSI, B OTAEb-
HBIX CJTy4asiX Jaxe perpecc CUMITOMATUKU.

TpynHoctu onpeneneHusi aktuBHocTH npu CCJI Bo3HUKa-
0T M3-3a 11eJI0To psifa (hakTopoB. Bo-mepBbiX, y MHOTHX TMalln-
€HTOB, OCOOEHHO C JINMUTUPOBAHHOU (hopmoii, HabIIOMAeTCS
MeJIEHHO TIPOrpeccupyoliee TeUeHue, B KIMHUKE Mmpeodiana-
IOT COCYAMCTbIE pacCTPOiicTBa O€3 YeTKUX MPU3HAKOB BOCIasIe-
HUs1. BO-BTOpPBIX, OTCYTCTBYET KOHKpETHas JabopaTopHast TOU-
Ka HabmoneHus. B nureparype BcTpevaroTcsi MUCKYCCHOHHBIE
WCCIIeNOBAHMST, OCHOBHBIM TTOJIOKEHUEM KOTOPBIX SIBJISIETCSI TO,
gyto manueHTs ¢ CCJ] MoryT uMeTh ociabieHHbIi ocTpodazo-
BBIIf OTBET. TOJIbKO HEOOJIBIIIOE KOJIMIECTBO OCTPO(a30BhIX Oe-
KOB TIOBBIIIAETCSI y MalMEHTOB MPEUMYILECTBEHHO C paHHei
CC/I. B-tpetbux, kiuHundeckue npusHaku CCJI, cBsg3aHHbBIE ¢
COCYIUCTBIMU TIPOSIBJICHUSIMU U COSTUHUTETbHOTKAHHBIM (hrO-
po3oM, Hanbosiee TPYAHBI IS TOHUMAHUSI U KOJTMYECTBEHHOMN
onieHku. Korma 3Tv m3MeHeHMsT CTAHOBSITCSI U3MEPUMBIME, 00-
JIE3Hb YK€ 3a4acTyi0 MPUBOIUT K MTOCTOSTHHOMY TOBPEXICHUIO
OpraHoB U TKaHei [6—8].

B nHameit ctpane rpaganust CCJI mo cTeneHsiM akTUBHOCTU
BriepBble ObLTa mpenioxeHa H.IU TyceBoit. B ee ocHOBY Obui
TOJIOKEeHBI XapakTep TeueHUs 3a0oyieBaHMsI, OBICTPOTA IPO-
TPECCUPOBAHUSI U OCOOEHHOCTH KIMHUIECKON CUMITTOMAaTUKU
¥ nabopaTopHbIX TecToB [10]. Boimenensl 3 cmenenu akmugHo-
cmu: | — munumanbHas, 11 — ymepenHast u 111 — Boicokast (Mak-
cumaiibHast). 111 cteneHb aKTUBHOCTH 3200J1€BaHMST CBOMCTBEH-
Ha OCTPOMY M TIOJOCTPOMY TeUeHHIO mpoiiecca, a I — XxpoHude-
CKOMY; TIOCJIE[THSISI MOKET OBITh TAKXKe Pe3yJIbTaTOM aJleKBaTHO-
10 1 3(HEKTUBHOTO JIeUeHNUST OOTHHBIX C TIOMOCTPBHIM TeUCHUEM
CC/. 1l cTeneHb aKTUBHOCTM HAaOIIOMAETCs KaK MPU TTOIOCT-
pOM TeueHMHr 3a00JieBaHMSI, TaK U MPU OOOCTPEHUN XPOHUYE-
ckoro. PuOPO3HO-CKIEPOTUYECKIE M3MEHEHUSI BCTPEYAIOTCS
TIpY JII000I CTENeHW aKTUBHOCTY U TIPU JIIOOOM TEYSHUU, a IKC-
CYIaTUBHBIE peaKIIMU CBOWCTBEHHBI JINIIIb MAaKCUMAJIbHON U B
MEHBIIIEH CTeTIeHN — YMEePEeHHO! aKTUBHOCTH TIpoliecca.

Hnst 111 creneHn akTUBHOCTU XapaKTepHO HaJIMYME JIMXOPa-
K1 (OOBIYHO HECBOMCTBEHHOI CKJIEPOAEPMUM) M APYTMX OOIIMX
MPU3HAKOB 0OJIE3HU, MpeodagaHre SKCCYIATUBHBIX, OCTPBIX U
TTOOCTPBIX, UHTEPCTULIMATBHBIX M COCYIUCTHIX TIPOSIBJICHUIA B BU-
JIe TUIOTHOTO OTeKa KOKW, MHOTIA SPUTEMBbI U KalTWJIISIPUTOB, 9KC-
CYIaTUBHOTO TIOIMAPTPUTA, TUIEBPUTA, NHTEPCTUIINATBHOMN TTHEB-
MOHHMM, MHUOKapa03a, AyOleHUTa, MOYEYHO! MaToaoruu (ocTpast
cKJiepoaepMuyeckasi HedporaTtusi) v ap. B 1adbopaTopHbIx uccie-
JoBaHUsIX onpenessitores nopbieHre COD, yposHst CPB, runep-
raMMa-TJIoOyIMHeMIsT, aHTUHYKJIeapHbIid haktop (AHD).

[Tpu Il creneHn aKTUBHOCTH BBISIBJISIETCS TEHACHLIMS K (HUO-
PO3HBIM U3MEHEHUSIM PAa3TMYHON JIOKATU3ALINY C TIpeodIaaHeM
nponudepaTUBHON MATOIOTUU (MHAYPALUs KOXHU, UHIYPATUBHO-
nponudepaTUBHBINA MOJIUAPTPUT, AATe3UBHBIN TUIEBPUT, MUOKAp-
1103 ¥ KapIMOCKJIEPO3, CKIJIEPOAEPMUYECKUI 330(aruT, TyOIeHUT U
JIp.) Ha (hoHe MeHee BhIpaXkKeHHBIX JJAOOPATOPHBIX TECTOB.

I cTerens aKTUBHOCTH XapaKTepu3yeTcs TpeodataHreM B
KIMHUIECKO# KapTuHe 601e3HN (YHKIIMOHATBHBIX, TUCTPODU-
YECKMX U CKJIEPOTUYECKUX U3MEHEHUN PA3JIMYHOU JIOKAIM3a-
LU TIPU OTCYTCTBUU CKOJIBKO-TMO0 3HAUUTETbHBIX U3BMEHEHU
B J1aOOPAaTOPHBIX TECTAX.
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HWCCNEROBAHHKA

Takoe nenenue CCJl mo cTeneHssM aKTUBHOCTM MpeACTaB-
JISIETCST B OTIPEIe/ICHHOM CTETIeH! YCIIOBHBIM M BO MHOTOM 3aBU -
CUT HE TOJIbKO OT KIIMHUKO-JIAO0OPaTOPHBIX TTapaMeTpoB 6oJie3-
HH, HO 1 OT omibiTa Bpaua. Tak, P. Clements [11] 6omee 10 et Ha-
3a]l yKa3bIBaJl HA TO, YTO CJIIOKHOCTD OIpeNeIeHNs] aKTUBHOCTHU
CCJI, obycyioBiieHa IO OOJIbIIECH YaCTU TEM, YTO MCCIIeA0BaTE N
TOJIarafoTcsl Ha OOHAapyXeHHe OpraHHOW AUCGHYHKIIMM, BbISIB-
JIIeMOW, HaIIpuMep, OTNpeeIeHeM YPOBHSI KpeaTMHUHA ChIBO-
POTKM KPOBH, (POPCUPOBAHHON KMU3HEHHOU €MKOCTHU JIETKUX,
(pakmuu BBIOpOCA JIEBOTO XKeMymo4yKa, CHUKEHMS IaBJICHUS
MUIIEBOIHOTO COUHKTEPA U JIP., YTO CKOpEe OTpakaeT MOBPEXk-
nenue u Tsekectbh CCJ, a He ee akTUBHOCTb. OH TakxKe cuMTall,
YTO MCTUHHYIO aKTUBHOCTb MPU CKJIEPOAEPMUM JTOKHBI OTpa-
XaTh TaKUe MapamMeTpbl, KOTOPbIE MPU 000CTPpEeHUM O0JIe3HU OT-
JIMYAIOTCSI OT HOPMBI, a TIPU CTUXaHUU 000CTPEHUSI — HOpMaJTu-
3yI0TCs. B KauecTBe MpM3HAKOB, COOTBETCTBYIOIIMX 3TOMY TTaT-
TEPHY, OH TIPEIJIOXWUI OTAC/IbHbIE KIMHUYECKHUE U JJabopaTop-
HbIe TTapaMeTpbl: U3BMEHEHUE KOXHOTO cueTa, Haluyue Bocra-
JINTEJIbHBIX (DOKYCOB B KOXE, YMCJIO TYTOMOIBUXKHBIX CYCTaBOB
(KOHTpPAKTyp), HAJIMUME «MaTOBOTO CTEKJIa» MPU KOMIIbIOTEP-
HOI ToMOrpacduy OpraHOB IPYIHON KIETKU BEICOKOTO pa3pelire-
Hus, dhaktop Bumnedpanna VIII, pa3numuHbie HUTOKUHBL U IPY-
r¥e pacTBOPMMBbIE MapKephbl MpoTenHOB [11].

Jlo HacToslero BpeMEHU HET OOILEMPUHSITOrO Moaxoaa K
onpenenenuio akrusHoctu CCJI. B 2001 r. EBponeiickoit rpyr-
TTO¥ TI0 U3YyUYeHUIO cucTeMHoro ckieposa (European Scleroderma
Study Group — EScSG) 6butr TipenrpuHSTHI TIOMBITKA CO31aTh
MHIeKC akTuBHOCTH |12]. MccnenoBaTtenssmMu u3 19 eBporeiickux
LIeHTpOB 11 cTpaH ObUT MpoaHATM3UPOBAH HA0OP U3 88 KIIMHMYE-
CKUX 1 JabopaTOpHbIX MoKazareneii y 290 rmocienoBaTebHO M0~
CTYNaBUIMX B KJIMHUKU MALMEHTOB ¢ NU(GdY3HON WIN TUMUTH-
poBaHHoli ¢dopmoit CCJI. B kauyecTBe «30JI0TOro craHmapTa»
Nnpuderajii K 3KCMEPTHOM OLIEHKE aKTUBHOCTU 1O 10-6a/uibHOM
1IKaJie, IJIs1 4ero SKCrnepTaMu He3aBUCUMO JIPYT OT Ipyra ObLIN
OLIEHEHBI BCE TTapaMeTphl 00JIE3HM Y Kaxk10ro 601bHOTO. C 11eJ1bI0
BBISIBJIEHUSI KIMHUYECKUX MapaMeTpOB, KOPPEIUPYIOIIUX C aK-
TUBHOCTBIO (OLIEHEHHOI BKCIepTaMu), ObLI MPOBEACH YHHUBAPH -
aHTHBIA aHaim3. s omnpeneseHus] pa3IMYHbIX KOMOWHAIIMiA
TIPU3HAKOB KaK MIPEIUKTOPOB «30JI0TOTO CTaHIAPTa» aKTUBHOCTHU
U OLICHKM OTHOCHUTEJIBHOTO YIEJIBHOTO Beca (3HAYMMOCTH) KaK-
JIOTO TapaMeTpa MPUMEHSUIM METOJ MyJIbTMBapUAHTHON JMHEe-
Hoi1 perpeccuu. B TaGi. 1 mpuBeaecHBI OCHOBHbBIC IPOSIBJICHMS
CCJl, xapakTepu3yloliye 3ydeHHYI0 KOoropty. Orta Tabd/uiia Tak-
K YeTKO YKa3bIBaeT Ha TO, YTO MHOTHE JaHHBIe, OTpaxKarolye
cepbe3nble posBieHust CCJI, 0TCyTCTBOBAJIM.

ITpu moMoIIM CTaTUCTUIECKOTO aHAIN3a B 3aBUCUMOCTH OT
YacCTOTHI BBISIBJISIEMOCTU U Beca KaxKIOTo TMpH3HAaKa ObLIU OTO-
OpaHbl OCHOBHBIE TapaMeTpbl, KOTOpPbIe BKJIIOUWIM B OOLLIMIA
WHJEKC aKTUBHOCTU. Hapsiny ¢ oO1KMM MHIEKCOM ObUIU pa3pa-
0GoTaHbI TAKKe WHISKCH aKTUBHOCTH ST AU DY3HON U TUMU-
tupoBaHHoit popm CC/.

O061Mif MTHIEKC aKTUBHOCTH BKJTI0UaeT 10 IprU3HAKOB C BECOM
kaxaoro ot 0,5 1o 2 6annos. [1pu onpeneneHnM oo0IIel aKTUBHO-
CcTU 0a/Ulbl CYMMUPYIOT, MAaKCUMaJIbHO BO3MOXHBINM Oamn — 10.
ITpu mokazarene akTMBHOCTH >3 Gajiia 3a00JieBaHUE paclieHUBa-
0T KaK aKTUBHOe, <3 — KaK HeaKTUBHOE (TabJ1. 2).

O6mmit namekce G. Vallentini g maumentoB ¢ CCJI ObLT
amarrrupoBaH Tpynmoii EScSG 1 KoHCOpIMyMOoM KIMHMYECKUX
ucnbiTanuii mpu CCJI Ha cummnosuyme, npoBoauBieMcs B 2002 &

OTHOCUTEIBbHO pa3pabOTaHHOrO MHAEKCa aKTUBHOCTH,
npeaitoxeHHoro EScSG, cpa3y Bo3HUK psif 3aMeuaHuil. Tak, y
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MalMeHTOB UCTIOIb3yeMOM LIl CO3AaHUST MHIEKCa KOTOPThI Ha-
GJI01aI0Ch  [UIUTEJIbHOE TeueHue Oosie3Hu. OmHaKo OCTphie
nuddysneie dopmbl CCJL BoO MHOTHX cTydasix ObICTPO mporpec-
CHPYIOT B TeUeHHUE TMEePBBIX 2—4 JIET ¢ pa3BUTHEM HEOOPATUMBIX
MOBPEXICHUIA, HO B IaIbHEIIIIEM, 0COOEHHO MPU aKTUBHOI Te-

pamnuu, TeMI MPOTrPecCUPOBaHUs Cyllle-
CTBEHHO 3ameyisiercss. UHpIMM cioBamu,
Ha pa3HBIX dTamnax O0JIe3HU CYIIECTBYET
pa3HOE COOTHOIIIEHNE TEKYIINX, «aKTUB-
HBIX» TIPOIIECCOB C TIPU3HAKAMU TTOBPEXK-
neHust (CTaOWIbHBIX MW «HEaAKTUBHBIX»
u3MeHeHuit). Takum 00pa3oM, MHIEKC
aKTUBHOCTHU OyneT HanboJjiee MHPOpmMa-
TUBHBIM Y TIAIIMEHTOB C paHHEH CKJIepo-
JepMUeii 10 Pa3BUTHUST Pa3IMUHOTO pona
TIOBPEXICHUNA.

Pazpaborka mHAaekca Oblla TakxKe
3aTpyIHEHA 1U3-3a OOJBIIOr0 KOJTMYECTBA
OTCYTCTBYIOIIMX MTOKAa3aTesell U BICOKOM
CTeTICH! pPa3JInIMil B 4acTOTe IPOsIBIIC-
HUI 00JIE3HU Cpey LIEHTPOB. DTO MOTJIO
OBITH CBSI3aHO KakK ¢ reorpadudecKuMm
0COOEHHOCTSIMU, OTPEeIISTIOIUMY KITU-
HUYECKYI0 KapTUHY OOJIe3HU B LIEJIOM,
TaK MU C HEAOCTAaTKOM JIOCTOBEPHOCTH
KJIMHUYECKON OIEHKMW ITallueHTOB C
CCJI. B utore uccnenosaresiv, pazpada-
THIBAIONINE UHIEKC aKTUBHOCTH, UCKITIO-
yaiy U3 aHaMHe3a Te MoKa3aTesin, KOTo-
pble OTCYTCTBOBAJIM WJIM TMO-Pa3HOMY
TPaKTOBAJIMCH B PA3TNYHBIX LIEHTPAX.

Bce uccnenoBaHHble 1ab0paToOpHbIE
napametpbl (kpome COD), ¢ oiHOI cTO-
POHBI, B TIOBBIIIIEHHBIX 3HAYEHUSIX BCTPe-
yauch penko (8—14%), ¢ apyroii — ume-
JI1 TIPUMEPHO OIMHAKOBBIA BeC, U HU
ONIMH HE MMeEJ MPEeUMYLIECTB IPU BKITIO-
YeHUU B MHIEKC aKTUBHOCTU. B wmrore
JUISl OLIEHKU OOULIer0 MHAEKCAa aKTUBHO-
CTH aBTOPHI OCTAHOBWJIMCH HA TAKOM Jia-
0OpaTOpPHOM IMapameTpe, KaK TUTTOKOMII-
nemeHtemusi. Crenyet OTMETUTb, 4YTO
KOMIUIEMEHT XOPOLIO KOPPEeJIUpOBal C
aKTUBHOCTBIO (IO OIIEHKE 3KCIIePTOB),
OJTHAKO KaKWe-TM00 KOPPEJSIINA MEXITY
YPOBHEM KOMITJIEMEHTa U OTpeaeIeHHBI-
MU KJInHu4Yeckumu nosiBieHusmu CCJ
He ObUIM BbIsIBJIEHBI. [1s1 ompeneneHust
AKTUBHOCTHU TIPU TUMUTUPOBAHHOI (op-
me CCJI aBTOpbI NpeaioXuau 0ojee ruo-
KU BapuaHT, BKJIIOYAIOLIWIA Hapsay C
00sI3aTeTbHBIMU TIapaMeTpaMu U IPYTHe
paBHO3HAYHBIC IMapaMeTphl (TadI. 3).

Hecmotpst Ha onpeneneHHbIe HeAOC-
TaTKW, MPEUIOXKEHHbIE WHIEKChl aKTHB-
HOCTU (B OCHOBHOM OOIIIUI MHAEKC) CTa-
JIV MICTIOJTB30BAThCST B HAYYHBIX UCCIIE0-
BaHUSIX U OKA3aJIMCh JOCTATOYHO TMOKU-
MU TIpU OlleHKe 3(DGHEKTUBHOCT HEKO-
TODPBbIX BUIOB T€paruu.

B cBsi3u ¢ pacmimpeHreM Ha MeX-

Tabnuna 1.

IIpusnakn
O0mue nposiBIeHUs

B cycraBax/cyXoXUIHsIX:
KpEeIuTarus
MHO3ZUT
MUaJITUI
MbIILIEYHAs! CIabOCTh
apTpairuu
apTpuT
crubaresibHblE KOHTPAKTYPBI
aKPOOCTEOJIN3

B xoxe:
cKJepenemMa
WHIYypaLust
TUTIEPITUTMEHTALIUST
TeJIeaHTMIKTa3UH
KaJIbLINHO3
JUTUTAIBHBIE SI3BbI
BaCKyJIUT
CYXOl CUHApPOM™
CyXOi CUHApOM**

B nerkumx:
OJIBIIIKA

MHTEPCTULIUAIBHOE MOPAXKEHUE

PentreHorpacdust
KommblotepHast Tomorpabust
| TLCo

| FVC

B cepaiie:
rnopaxeHue cepaua***
cep/ieyHasi HeIOCTaATOYHOCTh

CocynucThle HapyIIeHUS:
apTepuaibHasi TUTIIePTEH3MSI
cuHapoMm PeitHo
JIUTUTAJIbHBIE PYOUUKA
JIUTATATbHBIE HEKPO3bI

B XKT:
MopaxXeHue MUIleBoIa
nuapest
rnopaxeHue rnoyek#

B HepBHOIi cucTeme:
roJIOBHAsS 6OJIb/TPUTEMUHUT
JeTpeccust

JIaGoparopnbie napameTpbl

MMMYHOJIOTMYECKIE TECTBI:
ANA
ACA
Scl-70
aCL
RF
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Yucio nauuenTos, %

163/290 (56)

39/290 (13)
17/290 (6)
62/290 (21)
69/290 (24)
151/290 (52)
51/290 (18)
79/290 (27)
61/290 (21)

157/290(54)
274/290 (94)
100,290 (34)
193/290 (67)
76/290 (26)
117,/290 (40)
19/290 (7)
77/290 (27)
165/290 (57)

179/290 (62)
127/171 (74)

84/132 (64)
89/105 (85)
144/285 (51)

69/252 (27)

61/290 (21)
9/290 (3)

53/290(18)
266/290 (92)
181/290 (62)
50/290 (17)

229/290 (79)
31/290 (11)
52/290 (18)

25/290 (9)
44/290 (15)

233/249 (94)
57/253 (23)
116/269 (43)
22/215 (10)
53/231 (23)

JNIYHAapOJHOM ypoOBHe ycujuii B objactu uzydyeHuss CCJI u
IIJISI TOTO, YTOOBI UMETh BO3MOXKHOCTh CPAaBHUBATh PE3yJIbTa-
TBI COOCTBEHHBIX U 3apYOCKHBIX MCCIIEIOBAaHUI, HAMW OBLIO
IPOBEIEHO UCIIbITAHME OOIIEro MHAEKCA AKTUBHOCTH, IIPE/I-
noxeHHoro EScSG, y 6onpHbix CC/, HaOmomaBIIUXCSA B

OcHo6Hble KAUHUKO-n1ab60opamopHble npusHaku CCJH [12]

Her nannbix

0

S oo ocooo o

S oo o oo oOo o

119
158

185
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ITpusHakun Yucio nanueHTos, %

JlaGopaTopHbI€ TeCTHI:

C0OD>30 mm/u 71/273 (26)
CPB? 34/239 (14)
JUITY 23/210 (11)
K®DK1 18/234 (8)

runokomMiieMentemus (|, C3/C4) 33/233 (14)

Ilpumeuanue. YKazaHo 4MCIIO TALMEHTOB C TaHHBIM TIPU3HAKOM OT YMCJIa 00CIIeIOBAHHBIX; *— Kce-
pOCTOMUSI M KCcepodhTanbMust; **— KcepocToMUs Wiu KcepodTanbMust; ***— nepukapauT, Hapylie-
HHE pUTMa, HapyllleHUe TPOBOANMOCTH, #— MPOTEMHYPHSI WJIN TeMATypUsT UJTH KPEaTUHEMUS.

dIrey «HUMUP» PAMH. BonbHBIe HEe TTOABEPTAIUCH CITCIN-
aJIbHOMY OTOODY.

Ienbio viccnenoBaHust ObUTIO M3yYeHME TMHAMUUYECKUX U3Me-
HEHUI MHEKCa Y OOJBHBIX C Pa3HBIMU KJIMHUYECKUMU (hopMaMK
CCJ1, HaOII01aI0IIMXCST B YCJIOBUSIX, MPUOIVKEHHBIX K peabHOI
KJIMHUYECKOM MPaKTHUKeE.

Marepuan u Metonbl. B ipocnieKTMBHOE McClienoBaHUE OBUTO
BKJTFOUeHO 90 TTalieHTOB (8 My>KUMH 1 82 JKEHIIMHBI), TTOCJIeI0Ba-
TenbHO moctynasimx B kimauky HUMP PAMH B 2008 1 2009 rr.
Junarno3 CCJI cooTBETCTBOBaI KPUTEPUSIM AMEPUKAHCKOM KOJI-
jgerun peBmatoioroB (ACR). CpenHuii BO3pacT COCTaBUJI
45,96+13,4 roma. JlumutupoBanHyio dopmy CCI umenm 57
(63,3%) maumenros, muddysHyo — 23 (25,6%) 1 1epeKpecTHYIO
(overlap-cunapom) — 10 (11,1%), T. e. B 00CIEIOBAHHOI TpyTINe
OBUIM TIPE/ICTAaBJICHBI BCe OCHOBHBIE (DOPMBI OOsIe3HU. [lmuTesib-
HOCTb 00JIE3HU OT TOSIBJICHUS TIepBOro He-PeifHO cuMmIiTtoma co-
craBuia 8,1%7,6 rona. Bee maimeHTHI ITOJIydair COOTBETCTBYIOLIEE
JICYCHNE COCYIMCTBIMU, TPOTUBOBOCITAIMTEILHBIMU, aHTH(DUO-
PO3HBIMU U/WJIM MUMMYHOCYITPECCUBHBIMU TIpernapaTaMu. Jlist
OLICHKM M3MEHEHUIA B TIPOLIeCCe TMHAMMYECKOTO HAOTIOIEHYS MH-
JIEKC OLICHUBAJICS JABaXKIbI — TP BKIIIOYEHWH B MCCJICIOBaHUE U
yepe3 1 roa. CocTapisiiolive MHAEKC KIMHUYECKUE U J1abopaTop-
Hble MapaMeTpbl (GUKCUPOBAIM U OLIEHUBAIM B OajlilaX, MOC/Ie Yero
BBIYUCISUTM 001Mit nHaekc aktuBHoctn CCJI.

J1J1s1 OLIEHKM BBIPaKEHHOCTH KOXXHBIX U3MEHEeHUN (MHIY-
panuu) UCToab30Banu MoauduuupoBanHseiii cuer G. Rodnan

HWCCNEROBAHHKA

[13]. [Tpu naabnaLuu orpeneasiii TOJI-

Her panHbIx
LIUHY KOXHOM cKJIanku B 17 aHaTOMU-
yeckux obOiacTsax Tena. BoisiBiasemas
;Z CTeNeHb WHIYpalluM TpagyupoBaHa IO
30 0—3-06annpHoit mKane, rae 0 — OTCyTCT-
56 BUE€ M3MEHEHMIi, | — He3HauYuTeJbHOE
57 YVIUIOTHEHUE KOXHU (KOXa JIeTKO COOM-

paeTcs B CKJIaaKy), 2 — yMEepeHHOe Y-
JIOTHEHUE KOXM (KOXa C TPYIOM CoOU-
paeTcs B CKIanKy), 3 — BbIpakeHHOE
YVIUIOTHEHHE KOXHU (JOoCKOoOoOpasHas).
CyMMa BBISIBJIEHHBIX MOKa3aTejaeil COCTaBIsIeT OOIIUN KOX-
HBII cueT. JlMama3oH cyeTa MoxeT BapbupoBaTh oT 0 (korga
HET YIJIOTHEHUS KOXH) 10 51 6amna (MakcuMasabHbIi 6ail BO
Bcex 17 obnactsx).

VXyniuieHust co CTOPOHBI KOXHBIX TTOKPOBOB (A KOXW),
cuHapoma PeitHo (A cocymoB) M cepaedyHO-COCYIUCTHIX MPO-
sgBJIeHU (A cepalia/Jerkux) 3a Mecsll, MpPealiecTBYIIINA
roCMUTAIN3allUM, BBISIBISINCH MIPU ornpoce 6oapHoro. Hamu-
Yye CKJIEPEIeMBl, T. €. OTEYHOCTU KOXKU KUCTEH, TUTUTATbHBIX
HEKPO30B U apTPUTOB OTpeesuiu Tipu ocMotpe. Mccienosa-
HUe QYHKIWU BHEIIHETO ABIXaHUSI OCYHIECTBIISUTM C IOMO-
mpto anmapara Master Screen PFT ¢upmbl Viasys. CrimpomeT-
pust ¥ GonuruieTusMorpadusi ObUIM BBITIOJHEHBI C OMpeee-
HMEM CTAaHJAPTHBIX CTATUYECKUX U AMHAMUYECKMX MOoKa3aTe-
seit BeHTwisiuu. Auddy3ruoHHast cnocoOHOCTh JIETKUX Olle-
HUBaJach METOJIOM OJWHOYHOTO BIOXa W BhIpaxayiach B IPO-
LIEHTaX OT [OJIKHOW, HOPMAaJIbHBIMU 3HAYEHUSIMU CUUTAIN
80—120%. YpoBeHb KOMIOHEHTOB KoMmIuieMeHTa (C3 u/unum
C4) onpenensiv B CbIBOPOTKE KPOBU IMaLlMEHTa METOJOM UM -
MYHOHedeIoMeTpuu Ha Tnpubope Simens; 3a TMIIOKOMILIE-
MEHTEeMUIO TIPUHUMAJIN CHIKEHUE YPOBHST HIMXKE HOPMBI JITSI
KaXIoTo ToKa3aTessl, HOPMaJIbHBIMU 3HAYEHUSIMU CUUTAIN
g C3 0,9—1,8 v/x, msg C4 0,1-0,4 r/m.

CraTtuctyeckasi 00paboTKa JaHHBIX MPOBOIMIIACH TTPU MO~
MOIIHM TTporpaMMBbI Statistica 6.0, MpUMEHSIINCh METOIbI OIKCa-
TeJIbHOM CTaTUCTUKM, HeMapaMeTpruyeckre MeToabl. Bzaumocssisp

XapakTepucTiuka

Wcnonb3yercst MonuduurpoBaHHbIM KOXHBIN cueT (o G. Rodnan), onieHuBaeMblii B 6aiax

ot 0 1o 3 B Kax1oii u3 17 obiacteit Tesa. MakcumaiabHasi cyMma 6auioB — S1

YrouieHue MATKUX TKaHe# Ha Mmajplax 3a CUeT MHIypaluuu PI/ WM IJIOTHOTI'O OTEKa

VXyalIeHe KOXHbIX MTPOSBICHMH 3a TIOCASIHUI MECSI1I CO CJIOB MallUeHTa

AKTHUBHBIE IUTUTATIbHBIE SI3Bbl UM HEKPO3bI

VXy/lIeHre COCYIUCThIX MPOSIBICHUI 32 MOCIEAHUN MECSIL CO CIIOB MalMeHTa

Bosie3HeHHas MPUITYXJIOCTh CYyCTaBOB

DLCO <80% oT HOpMaJILHOTO YPOBHSI

VXyalieHue cepaeuHO-JIErOYHBIX MPOSIBJICHUI 32 MOCJIEAHUN MECSLL CO CIIOB MalMeHTa

ITo meTony BecteprpeHa

Tabnuna 2. OQowuiit undekc akmuenocmu CCJH [7, 12]
ITapametp Bann
KoxHnslii cuer >14 1
Ckiepenema 0,5
A KOX1 2
JlurutaabHbIe HEKPO3bI 0,5
A cocynoB 0,5
ApTpUTBL 0,5
Camxenune DLCO 0,5
A cepjiia/merkux 2
CO3D >30 mm/a 1,5
TumoxomMIuieMeHTEMUS 1

OOLIMiIT THAEKC aKTUBHOCTH, OaJITbI

CHuxenue ypoBHsi C3- n/wnu C4-KOMIIOHEHTa KOMILUIEMEHTa

MakcumanbHo 10 6annoB

Ilpumenanue. A — yxyniieHve CUMIITOMAaTUKU B TeUEHUE MOCIEIHEr0 Mecsiia, oleHnBaemMoe camuMm nauueHToM; DLCO — nuddysnonnas cnocobd-

HOCTbD JICTKUX IJIsI OKCHAa yrjiepojaa, % OT OJIKHOTO YPOBHA.
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Tabnauna 3. Cocmasasawuue unoekca
AKMUBHOCMU AUMUMUPOBAHHOU
dopmet CCH [7, 12]
Kinnnnyeckue Bamn
M 1a00PATOPHbIE MOKA3aTeH
A KOXH 2,5
A cepieYHO-JIerOYHOI CUCTEMbI 1,5
A cocynoB 1
OTeK KOXHU MaJIbleB KUCTEH 0,5
ApTput 1
COD >30 mm/a 2,5
TunokoMIIeMeHTEMUS, UJTA 1

ysenunueHue JIIAT, nin
TUTEePIUTMeHTALUsI, LU
IATUTAJIbHbIE HEKPO3bL

AKTUBHOCTb, 001N OaLT MaxkcumainsHo 10

2-e HaOI0OIeHUE
(uepe3 1 rom)

1-e HaboneHune

| 11 (12,2)
33 (36,6) —me e 18Q0)
7(1,7)
22 (24,4)
57 (63,3) e 72 (80)

I:I Oobwuii cuem akmugHocmu >3

I:I Cuem axmusnocmu <3

Junamura undexca akmugnocmu
Lluppamu obosznauerno uucno (%) nauyuernmos

MeXIy TIpU3HaKaMU OIIEHWBAJI METOIOM PAHTOBOM KOpPPEJs-
v CniupMeHa. Paznuuus u CBSI3b IPU3HAKOB CUUTAIIN CTaTH-
cTUYecKU 3HaUMMbIMU T1pu p<0,05.

Pesyasrarel  uMcciemoBaHusi. AKTUBHOCTb 110  METOAY
G. Valentini BbIsIB/IsIACh Y BCeX MALIMEHTOB ITPU BKIIOYEHUU B UC-
cJleoBaHNe U B IMHaMuUKe depe3 1 rom. B 1ieioM B HaGmomaeMoit
KOTOpTe OTMeYaIach yMEepEeHHasT MM HU3Kasi aKTMBHOCTD ITaTOJIO-
TMYECKOro Tpoliecca. Tak, Mpyu BKIIIOYEHNH B UCCIIeIOBAaHNE HU3-
Kasi aKTUBHOCTD 3a00JI€BaHMsI 3apPETMCTPUPOBaHa 00jIee YeM Y ITo-
JIOBUHBI NALIMEHTOB — Yy 63,3%. BbicoKasi ak TMBHOCTb (>3 GaJlJIoB)
BbIsSIBJIEHA MPUOIM3UTENbHO y 1/3 GonbHbIX (36,6%). Cpeanuii
WHAEKC aKTUBHOCTU B Tpyrre coctaBui 2,3+1,7 6amna. Yepes
1 ToI KOJIMYECTBO OOJTBHBIX C HU3KMMMU 3HAYCHUSIMU MHIIEKCA YBe-
JIMYMJIOCH Ha 22 JestoBeka 1 cocTaBuiio 80%, U MHIEKC aKTUBHO-
ctu CCJI B tiestom 110 rpytine cHusmics no 1,8+1,4 (p=0,01). 13-
MEHEHUST aKTUBHOCTHU B T€YEHME IO/l MIOKAa3aHbl Ha PUCYHKE.

Kaxk BuHO 13 pucyHKa, yepes 1 roj 00JbLIMHCTBO MalueH-
TOB (80%) MMeN HU3KYI0 aKTUBHOCTb. Y 1/3 GOJIbHBIX BHICOKAS
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AKTUBHOCTb 3a00JIeBaHMs yepe3 1 roa coxpaHuiach. Y 4yacTu ma-
eHToB (7,7%) BBISIBICHO YBEeIWUeHUE aKTUBHOCTU. B Iiemom
BBICOKUI1 yPOBEHb aKTUBHOCTH uepe3 1 ron umesn 20%. Ctabuiib-
HO HM3KHUE I0Ka3aTesid aKTUBHOCTH coxpaHsumch y 50 (55,5%)
TMAalKMeHTOB Ha MPOTSIKEHUH BCETO Tieproia HabTIoIeHNS.

I1pu aHanu3e 3HaYEHUIT MHAEKCOB B JMHAMUKE ObLIO yCTa-
HOBJICHO, UTO U3MEHEHUE UHAeKca yepe3 1 roa HaGIoIeHUs 10-
CTOBEPHO OTpaXajo KIMHWYECKWI CcTaTyCc MalMeHTa KakK o
OIIeHKe Bpaya, TaK U M0 0O bEKTUBHBIM JaHHBIM, B YaCTHOCTH TIO
ITMHAMUKE KOXHBIX MPOSBICHUI, OLICHUBACMBIX HA OCHOBAaHUH
MOIUMUIMPOBAHHOTO KOXHOTO cdyeTa G. Rodnan m Hanmums
ckinepenembl. Tak, y MallMeHTOB CO CHUKEHHBIM MHIEKCOM aK-
TUBHOCTH JIOCTOBEPHO yallle HaOII01a0Ch YMEHbILIEHUE KOX-
Horo cuera (p<0,05), cknepenembl (p<0,05), yaydiaaoch co-
crosiHue Koxu (A koxu), p=0,004. Y GosblIMHCTBA OOJBHBIX CO
CTaOWIIBHO HU3KOM aKTUBHOCTBIO TIJIOTHOCTD KOXM HE U3MEHSI -
J1ach, B TO BpeMsI KakK B TpyIIIe OOJbHBIX C HapacTaHWEM aKTUB-
HOCTU KOXHBIE M3MEHEHHUSI TI0 BBIPAXKEHHOCTH M pacipocTpa-
HEHHOCTU TMporpeccupoBaivi. M3MeHeHUsI 3HAaYeHUU OTIesb-
HBIX TTapaMeTPOB MHIEKCa aKTUBHOCTH MTPUBENEHBI B Ta0II. 4.

Takum 06pa3oM, MHAEKC 0Ka3aJICsl YyBCTBUTEIBHBIM B OT-
paXkeHUM KIIMHUYECKOM XapaKTePUCTUKI OOJIBHBIX B JUHAMUKE:
COXpaHeHME BBICOKMX 3HAYeHUI MHAEKCa aKTUBHOCTU BO Bpe-
MEHU COIPOBOXKIAIOCH MPOrPeCCUPOBAHUEM MATOJOTUYECKOTO
npolecca, HapacTaHUeM KJIMHUYEeCKOI CUMITOMAaTUKM, B YaCT-
HOCTUM KOXHOI natojioruu npu CCJI.

Kimaundeckue comoctaBieHUsT MONTBEPKIATNCH KOPPEJIsi-
LIMOHHBIMHU CBS3SIMU MHACKCA aKTUBHOCTHU C OTAEIBHO B3SITHIMU
ero napameTrpamu. Tak, BbISIBJICHA TIPsIMast KOPPEJISIIUSI C TUTH -
tasibHbIMU Hekpozamu (R=0,34, p<0,001) u A koxu (R=0,36,
p<0,0004) B HavaJsie UCCaeNOBAaHUS U B IMHAMUKE yepe3 1 roz.

Kak ormMeueHo Bbllle, TP BIOOPE JJAOOpaTOPHOIO MapKepa
AKTUBHOCTHU CO3/IaTe N MHIEKCa OOHAPYKWIN, YTO YacTOTa M3Y-
YaeMbIX JJAOOPATOPHBIX OTKJIOHEHUI B IIEJIOM IO TpyIIIe Oblia
Hu3Koil. Ha Haweli Kkoropre 9To 03Hayajuo, 4yTo Takoi Jabopa-
TOPHBII TOKa3aTelb aKTMBHOCTU, KaK KOMILJIEMEHT, BHOCUJ
BKJIaJl B CyMMapHbIil MHAEKC TOJIbKO Y 1 13 10 OOJIbHBIX, TAK KaK ya-
CTOTa TUITOKOMITJIEMEHTEMHH cocTapiisia Becero 10% (cm. ta6t. 4).
Ecnu ydecTs, 4TO OTpenesieHrie KOMIIOHEHTOB KOMIUIEMEHTa He
SIBJISIETCSI PYTMHHOI ITPOIIEIYPOii, TpeOYEeT CTPOTOii CTaHIapTHU3a-
LIMM ¥ OTHOCUTCS K TOCTATOYHO TOPOTOCTOSIIIIUM METO/IaM, 1ieJie-
CO00Pa3HOCTb €r0 UCMOIb30BaHMUsI BbI3bIBaET cOMHeHUe. [103T0-
My Mbl COIOCTaBWIM CPEIHUE 3HAUEHUS] MHIEKCA aKTUBHOCTH,
MTOJICYNTAHHOTO C YIeTOM KOMITJIeMeHTa (T. €. U3 cyMMBbI 10 rmoka-
3aresieit) 1 6e3 BKITIOUYEeHUsI KOMIUIEMEHTa B UTOTOBYIO CYMMY MH-
nexca (T. e. 13 cyMMBbI 9 Tiokasaresneit). OKas3anoch, YTO pa3InIus
B MHIEKCAX C y4eTOM M 0e3 yuyeTa KOMIUIEMEHTa OTCYTCTBOBAIN
Kak MpU BKJIIOYEHUM MaLMEHTOB B UCCIIEOBAaHUE, TaK U B IMHA-
MUKe yepe3 | roa, mpu 3TOM CpeIHUIl MHIEKC aKTMBHOCTU 0€3
KOMILIeMeHTa coctaBui 2,3+1,7 G6anna, B nuHamuke — 1,711,3
6asuta. BaxkHo, 9TO cpemHUif MHIEKC aKTUBHOCTH Y OOJTbHBIX C TH-
IMOKOMILIEMEHTEMUEH He OTJIMYAICS OT TAaKOBOTO y OOJIBHBIX C
HOPMAaJIbHBIM YPOBHEM KOMILIeMeHTa. TakuM 00pa3oM, THUITO-
KOMIUIEMEHTEMUSI OKa3bIBaeTCsl MaJO3HAYMMBIM I1apaMeTpoOM
MPY BBIYMCIEHUM CPEIHEro 3HAYeHUsl MHIEKCa aKTUBHOCTU B
rpytirie 60bHbIX CCI. DTOT (hakT AaeT OCHOBaHUSI CUUTATh, YTO
oTIpeniesieHre KOMITJIEeMeHTa Kak JJabopaToOpHOTO TlapaMeTpa ak-
TUBHOCTH HE MMeEET KIMHUYECKOTO CMBIC]A, HAIpUMEp TpHh
cpaBHEHUM 3(P@OEKTUBHOCTU JieueHUsT Mexay rpynmnamu. [lpu
9TOM HeJb3s1 OTBEpraTh 3HAUYEHWE TUITOKOMILIEMEHTEMUU TP
WHIVMBUIYAJIbHON OLIEHKE aKTMBHOCTHM, TaK KaK 3TOT IMpPU3HaK
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BHOCHT CYLIECTBEHHBIN BKJIAJl B CyMMap- Tabnuua 4. Aunamuka nokaszameneii uHoekca AKMUBHOCMU
HbIIi UHAEKC aKTUBHOCTH. y 6oavHbix CCJl uepes ecod
Obcyxnenne. OrieHKa aKTUBHOCTU
ITapamerp 1-e HaOmonenne Yepes rox p
PEBMaTUUYECKOTO 3a00JIeBaHUS YPE3BBI-
YalHO BaXKHA JUISL ONIPEACJICHUS CTpaTe- KoXHBIii cyeT, OauIbl 7,618 6,5+6,4 0,019
MU U TaKTUKU BeneHusl 6onbHOTro. OT -
CTENeHN aKTMBHOCTU 3aBUCSAT BHIOOP Orex kucreit 24,4 13,3
rpernapaTa U ero I03bl, TPOIOJIKUTEIb- N — 15,6 5.6 0,03
HOCTb JIeUeHUsl, olleHKa 3(D(HEeKTUBHOCTH
Tepanuu U T. A. OmpenelieHUe CTEIIEHU JuruTanbHble HEKPO3hI™ 24 23
AKTUBHOCTHU, KOTOPOE B TPAaAUILIMOHHOM
A cocynos* 35,6 36
IIJIS peBMaToJiora MOHMMaHUU OTpaxkaeT
B TIEPBYIO OUYepe/lb BOCTIATUTEIbHbBIE pPe- Aptput* 10 11
aKIU, TIPeACTaBiIsieT OONbIINE TPYIHO-
cru ipu CCJI. KimmHudeckne MposiBie- DLCO, % 59,6 £ 16,6 538+ 14 0,00
HUS B HAUAJIbHBIX CTaIUSAX HE BCETIa OUe- "
A cepaua, JeTKux 27 18
BUIHO CBSI3aHBI C TIATOJIOTUYECKUM ITPO-
1I6CCOM, HEepeKO MPOTEKAIOIIUM Cy0- COD, MM/ 17+ 14 1610
KJIMHUYECKU Uin cKphITo. [Iporpeccupo-
TunoxoMruieMeHTEMUST 10 8

BaHUE y OOJIBIIMHCTBA GOJTBHBIX TTPOMC-
XOIIUT MEJUIEHHO, U TIPOSIBJIEHUsI 60Jie3-
HU OKa3bIBAIOTCSI 3aMETHBIMU TOJIBKO B
cTanuM BbIpakeHHOro ¢ubposupoBaHus. CCJl — reteporeHHoe
3a0071eBaHKe, TTOTOMY MCITOJIb30BAaHME CTAaHAAPTHBIX WU YHU-
(buMpoBaHHBIX HAOOPOB MPU3HAKOB AKTUBHOCTHU B Pa3HbIX CYO-
TTOMYJISIITUSIX OOJIBHBIX 3aTPYIHUTEIBHO. YKe JOJIT0oe BpeMs Be-
IyTCsI TIOUCK Y M3yYeHMe TaKWX IMapaMeTpoB OIIEHKU aKTUBHO-
ctu CCJI, KoTopble ObI OTYECTIIMBO OTpaXKaid MU3MEHEHUS T1aTO-
JIOTUYECKOTO TIporiecca.

B nuteparype nociaenHero aecITUIETHsI COOOIIAETCs O T0-
MbITKaX CO3AaHUST YHU(DULIMPOBAHHOTO MHCTPYMEHTA JJI51 OLICH -
ku aktuBHOCcTU CCJIl. PaccMmatpuBaeMblil B TaHHOI paboTe MH-
nekc EScSG no nocnenHero BpeMeHU He ObLI B JIOCTaTOYHOM
CTETICHW BAJIMIUPOBAH M MPUMEHSUICS C 3TOM LEJIbI0 JIUIIb Ha
HeGoubIIoM rpyie, BKaouniueid 30 6oabHbix CCII [6]. OnHa-
KO HEJJaBHO OH ObUI ONMpoOOBaH Ha OOJIbLICH IpyIine 00JbHBIX
(n=132), HaOyoaBIIKMXCS B AMHaAMUKe B TeueHue 1 roga [14]. B
pe3yJabTrate ero CTpyKTypHasi BaJIMAHOCTb OblIa yOeauTeIbHO
ronTBepkneHa. B To e Bpemst aBTOpPbI OTMEYAIOT, YTO HECMOT-
Ps Ha OTHOCHUTEJIBHYIO TTPOCTOTY BBIUMCICHUS U yI0OCTBO TIPH-
MeHeHMs1, mapameTpbl nHIeKca EScSG He oTpaxaroT HEKOTO-
pble BaXkKHbIE TMPOSIBJIEHUs] aKTUBHOCTU. B 31Ol pabore ObuLia
TakxKe MoKa3aHa KOppeJsILMs cueTa sI3B M KOJIMYecTBa KOHTpaK-
Typ ¢ unaekcom EScSG, B cBsI3UM ¢ ueM peKoMeHIyeTcs1 oopa-
TUTh BHUMaHUE Ha 3TH MTOKA3aTeJTN MIPU OTIpeie]IeHUN aKTUBHO-
ctu CC/.

ITpu ucnbiranuu nHnekca akrupHoctn CCJl Ha KoropTte u3
90 HalIMX MalMeHTOB ObLIO MOKAa3aHO, YTO MHAEKC TOCTaTOUHO
NMHAMUYEH, OTYECTJIMBO MEHSIETCS MPHU YIydlIEeHUU Ha hOoHe Jie-
YeHUsI, XOTs M He JIMIIeH psiaa HenocTatkoB. OmHa M3 cllabbIX
CTOPOH MHJIEKCa — OTCYTCTBHE B €T0 COCTaBE YyBCTBUTEIILHOTO 1
MH(MOPMATUBHOTO J1a00OPaTOPHOTO MapKepa.

Kiouesbie 3BeHbst matoreHe3a CCJl — moBpexxaeHe SHI0-
TEJIUSI COCYNIOB, BOCIaJieHUe, UMMYHHAsl aKTUBU3ALUsS U aKTHU -
Bu3alus (pudbpobiactoB. B uneane oneHKa akTMUBHOCTHU TOJKHA
BKJTIOYATh BCE 3T BaXKHbBIE CTOPOHBI MATOJIOTMYECKOTO MPOIIeC-
ca. [lockonbky kinMHUYeckue MposiBieHUs: akTuBHOCTU CCJ]
MAJIOITOIBMXKHBI, TIPEAIIoNaracTcs, YTo OMOJOTUYECKIEe MapKe-
PBI MOTYT OBITH OoJiee MH(OPMATUBHBIMU. OTHAKO B KIMHUYE-
CKOI ITpaKTHKE AOCTYIMHA OlIEHKa BaXKHbIX, HO UMEIOIIUX OTpa-
HuuyeHHoe 3HayeHue npu CCJI mapkepos BocrajieHuss — COD u

39

Tlpumenanue. *— KoaM4eCTBO OONBHBIX (B %), UMEIOLIMX OAJUTBI TIO JAHHOMY TIPU3HAKY.
|

CPB, koTopbie, Kak ObLJIO MTOKA3aHO paHee, OTPAXKAIOT HE TOJIb-
KO aKTMBHOCTb, HO W HEOJIarONPUSITHBIN TIPOrHO3 Gosie3Hu. B
HacTosIIee BpeMsl aKTUBHO M3YyJaloTCs MHOTHE MapKephl aKTH-
BU3aLIMU SHAOTEINS, KJIETOK UMMYHHOI CCTeMbI U (hubpob.ia-
ctoB [14, 15], HO MOKa MHOTOYMCJICHHBIE KaHIUAATHl Ha POJIb
JabopaTtopHbix MapkepoB akTuBHOcTH CCJI HaxomsTcst B Mpo-
1iecce U3y4eHusi U He BHEIPEHBI B IIPAKTHUKY.

Bormpoc o cHIKeHUY ypOBHST KOMITIEMEHTa M €T0 POJIA TTPU
CCJl ocTaeTcst TMCKYCCUOHHBIM. Jlo HAcTOSIIEro BpeMeHU He
MMPOAEMOHCTPUPOBAHBI YETKHE KOPPEISIIUA MEXIY YPOBHEM
KOMITOHEHTOB KOMIUIEMEHTA U KIMHUYECKUMU TTPOSIBICHUSIMU
CCJI. Kpome TOoro, rurmoKOMITJIEMEHTEMUST PEAKO BCTpPEUaeTCst
npu CC/I. Tak, CHUXKEHME YPOBHSI KOMIUIEMEHTa ObLIO OTMeYe-
HO Bcero y 133 u3 2540 GonbHBIX ¢ pasHbiMU (opmamu CCJI
(uandopmanus uz Esponeiickoit 6a3sl naHHbix EUSTAR), T. e. B
5,2% cny4daes [16]. TTpu 3TOM He OBUTO HUKAKUX KIMHUYECKUX
OTJINYMI MeXIy OOMbHBIMU C HOPMAIbHBIM M CHWXXEHHBIM
ypoBHeM KoMmIieMeHTa. CpeaHuii uHaekc aktuBHoctu EScSG
y OOJIBHBIX C TUTTOKOMIUIEMEHTEMUEH He OTIMYaJICs OT TaKOBO-
r0 Y GOJBHBIX ¢ HOPMAaJIbHBIM YPOBHEM KOMIUIEMEHTA, KaK 1 He
OBIJIO pa3IMIKil B 3HAYEHUH WHIEKCA, TIOJCYUTAHHOTO C yIeTOM
KOMITJIEMeHTa 1 06e3 Hero. B Hamem mcciienoBaHuM 3TH (haKThl
TTOJYIMJIM TIOATBEPXKACHUE.

Eme onyvH BapuaHT OLIEHKM aKTMBHOCTHU OBLI TMPEITOXKEH
1715t panHeit craquu CCJ B 2009 1. [17]. ABTOpHI pazpaboTtaiu
MPOCTOI MHIEKC, BKIIOYABIIMI § TTapaMeTpOB, YacTh U3 KOTO-
pbix Bxonut B uHaekc EScSG (koxHbriit cuetr G. Rodnan, ckiie-
penema, nurutanbHbie 1386, DLCO 1 COBD) u yacTh mpeacTaB-
JISIET HOBBIE TMapaMeTpbl — MBIIIEYHO-CKEJICTHBIE CHUMITTOMBI,
¢J1a00CTh, AKCIUPATOPHYIO OABILIKY. [Ipy cpaBHEHUM ¢ MHOCK-
coMm EScSG okazanochk, 4yTo ynpoiieHHass Moau@uKaiys orpa-
JKaeT aKTUBHOCTb W JIUMUTUPOBAHHOM, M HUDGY3HOU (HOPMBI
0o0J1e3HM, Kak 1 ncxomHblil nHaekc EScSG.

[TockonbKy mapaMeTphl, BKIIFOUCHHBIC B YIIOMSIHYTHIC BBITIIC
WHIIEKCHI, HE OTPaXkaroT B TTOJIHOM Mepe CUCTEMHOCTh Mpoliecca,
MPOIOJIKAIOTCST MCCIIEIOBAHUS 110 MX yy4dllleHuo. Tak, HelaBHO
ObUT MpeIoKeH 12-0albHblii MHIEKC, ¢ MOMOIIbBIO KOTOPOTO,
110 MHEHMIO aBTOPOB, MOXHO 00Jiee TOYHO OlLlEHWBAaTh aKTHB-
HocTth CCJI pu HaOII0AEHUY B IMHAMUKE, TaK KaK OH BKJTIOYa-
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€T OLIEHKY U3MEHEHUI KIIMHUYEeCKUX NposiBieHuii. [1pennaraer-
csl TOTIOTHUTEJIBHO OIpEeNesATh TUHAMUYECKHEe W3MEHEHMUS
I Y3MOHHON CTOCOOHOCTH JIETKUX, KOXHOTO cueTa U cuera
IUTUTAIBHBIX 3B U 1p. [14]. Kpome Toro, mpu mepBoOM BU3UTE
aBTOPBI TIPEJIATaloT MPUMEHSTH §,5-0a/UTbHBIN UHIEKC, BKIIO-
yatoiuii 10 KIMHUYEeCKUX napameTpoB, a Takke COD u rumno-
KOMILUIeMeHTeMuUIo. B HacTosIee BpeMst TPOBOIUTCS BATUAALIMS
3TUX MHIEKCOB. Bo Bce BapraHTHI MPeUTOKEHHBIX MHICKCOB aK-
TUBHOCTH BKJTIOUEHO U3MEPEHME KOXXHOTO cUeTa, YTO JOBOJIEHO
3aTPYIHUTENTHHO, €CTM HeT CrelraibHOi moarotoBku. K tomy
K€ B KJIMHMYECKOM TMpakTuKe mpeodianaioT 6oabHbie CCJl 6e3
BBIPaXKEHHOTO KOXKHOTO CUHIPOMa (C HU3KMM KOXKHBIM CYETOM),
0COOEHHO TMPU TUTEIBHOM XPOHUYECKOM TEUEHUH, HO C BbIpa-
>KEHHBIMM M3MEHEHMSIMU BO BHYTpeHHUX opraHax. [ToatoMmy He-
00XOMMBI HOBBIE TIapaMeTPhI, OTpaXxarlre TeYeHrue o0JInTe-
pupyolleit BACKYJIONATUN WM TEKYII1e TTPOIIECChl BO BHYTPEH-
HUX OpraHax (cepaue, JeTKuX 1 ap.).

YuurbiBast BaxkHOCTb onpeaeieHus: aktusHoctu CCJI u or-
paHWYeHVe JOCTYIMHBIX JJISI TOT0 MHCTPYMEHTOB, UCCIIEIOBAHUS
B 9TOM HalpaBJIeHMM IPOIOJDKaIOTCs. Tak, KaHaICKOM TPYIToi
no uzydeHuto CCJI, umeroliieil peructp 00bIIOTo yrcia 00Jib-
HBIX, TIPEUTOXEHO BKITIOYUTHh B WHEKC aKTUBHOCTU TICUXOMET-
pUYECKIe CBOMCTBA UCITIONIb3yeMOI KOTOPTHI MAlMEHTOB (HaIexX-
HOCTb, KOMIUIAEHTHOCTh 1 PEaKTUBHOCTD) [6].

KoHcopuuymMoM 1o KauHudeckuM ucrbitanusM npu CCJL
Takke MPOBENEHO MpeABaApUTESIbHOE UCCIeI0OBaHME ISl OMpe-
NeJIeHUsT aKTUBHOCTU Oosie3Hu. [Ipw Mcrnonb30BaHUM MeTona
Hendu u nanwix o 96 nanueHtax u3 10 MUPOBBIX LIEHTPOB ObLT
UACHTUGMULIMPOBAH Psii KIMHUYECKUX U JIADOPaTOPHBIX MOKa-
3aTesieil, CBI3aHHbIX C aKTUBHOCTbBIO 60s1e3HU. OHAKO OIyoIn-
KOBaHHbIE JAHHBIE 3TOTO UCCIIEAOBAHMS BECbMa CKYIHBI.

Bonbiioe BHUMaHWE SKCIHEPTHl YAEISIOT CaMOYIpaBiisie-
MBIM METONIaM OTIpe/IeJIeHUsT aKTUBHOCTU (TaKUM, KakK OLlEHKa
0OJIE3HN U NI3BMEHEHUIT B COCTOSTHUM 3[0OPOBBSI IO MHEHUIO Bpa-
ya ¥/WJIY TTallMeHTa), YTO IIOMOXKET NMPUOIU3UTH OLIEHKY aKTHB-
HOCTH K KJIMHUYECKOU MPAaKTUKE U YIYUIIUT MOHUTOPUHT 3200~
neBaHus. Takue caMoympaBisieMble MTHCTPYMEHTBI MO TPOUCXO-
KIEHUIO CBSI3aHBI C OPYTMMU PeBMATHUECKUMU 3a00JIeBaHUS -

MCCNEANOBAHMKA

MM, a UMEHHO C peBMaTOMIHBIM apTpuToM (PA) 1 aHKuUI03UpY-
oM crioHausioapTputoM (AC), 1 UCITOJB3YIOTCSI B IOMOJIHE-
HHE K TPAIULIMOHHBIM OMOMEIUIIMHCKMM OLIEHKAM aKTUBHOCTHU
00JIe3HN, OCHOBAaHHBIM Ha KJIMHUYECKUX U JIAOOPATOPHBIX MC-
caenoBaHusIX. boiee Toro, mpu OTCYTCTBUM «30JI0TOTO CTaHIAP-
Ta» OMpeAeSeHUs] aKTMBHOCTU MOXHO TMPUOETHYTh OJHOBpE-
MEHHO K 00eMM OlIeHKaM aKTUBHOCTH 3a00JieBaHusl (M BpauoM,
U MALIMEHTOM).

[TonoOHas nmpakTHKa MIKPOKO pacpocTpaHeHa, B YaCTHO-
CTH, TIpu U3ydeHnn cuHapoma PeitHo y 6oabHbIx CCJ. OueHKa
cuHapoma PeitHo BpayoMm U olieHKa MallieHTOM OKa3aJliCh 10-
CTOBEPHBIMU 1 OBLIM PEKOMEHIOBaHbI JJIsI MCIOJb30BaHUS B
KJIMHUYECKUX UcTIbITaHUsIX. OnHako xoTst 6onbHbie CCl B co-
CTOSTHUY CaMOCTOSITCTBHO OMPEAC/ISITh CAMIITOMBI U (DYHKIINO-
HaJIbHbIC M3MEHEHUSI JOCTATOYHO TOYHO, OCTACTCSI HESICHBIM,
MOTYT JIU OHU TPOBOANTH Pa3INYMsI MEXIY aKTUBHOCTBIO, TsI-
KecTblo u nmoBpexneHuem mpu CCII.

OnpenefeHre aKTUBHOCTA HEOOXOIUMMO HE TOJBKO IS
MOHMTOPUHTA JICUEHUS] U OLEHKU ero addekTuBHocTU. B
HaOJIIOIaTeIbHBIX UCCIeI0BAHMSIX OlleHKAa aKTUBHOCTHU 00-
JIE3HW MOXET OBITh MCITOJIb30BaHa JUIST OTTMCAHUS U CpaBHE-
HUS TOMYJISIIUA 1 OopeaeeHNUsT TIOTCHIIMAIbHOTO BIUSIHUS
pa3HBIX acIeKTOB OoJie3HW. B ¢BsI3M ¢ pa3BUTHEM HOBOIi, B
TOM 4YHCJIE OMOJOTMYEeCKOi, 3a4acTylo JOPOTOCTOsSIIEe Te-
panuu CCJl aKkTUBHOCTb MOXKET UMETb 3HaUY€HUE ISl OLIEH-
KU He TOJIbKO MUCXOJ0B B MPEICTOSIINX KITMHUUECKUX UCTIBI-
TaHUSIX, HO U lLieJecoo0pa3HoCTU U 3P PpeKTUBHOCTU hapma-
KOOKOHOMMYECKHUX 3aTpar. HakoHell olleHKa aKTMBHOCTU
MOXET 3aHATh TOCTOMHOE MECTO B KIIMHUYECKOW TPaKTUKE
MPU pa3JIUYHBIX COCTOSIHUSIX.

B 3akioueHne HyXXHO OTMETUTb, YTO CO3[aHWE WMHIEKca
aktuBHoctu CCJI 3aTpynHeHO MO OOBEKTUBHBIM IMPUUYMHAM,
CBSI3aHHBIM C OTCYTCTBHMEM BaJIMAMPOBAHHBIX WHCTPYMEHTOB
IIJIST OLIEHKY M3MEHEHMI MaToJI0rn4ecKoro npoiecca. I1pomosn-
JKalTCs NajibHeiilee pa3BUTHE M TOKWCK HOBBIX MapaMeTpoB.
Wunexc aktuBHoctu CCI, mnpemtoxeHHblii EScSG, moxer
OBbITb MCIOJIb30BAH JJII HAyYHBIX MCCJIEJOBAHUI, B TOM YMCIIE
0e3 yueTa KOMIUIEMEHTA.
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