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guidelines are analyzed. Possible ways of enhancing access to medications of this
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[peAcTaBneHo KMHnYeckoe HabnwgeHne 601e3Hn CTUaa B3POCbIX, NpoTe- \
KaBLLe C KIIMHUKO-NabopaTopHbIMA Mpu3Hakamu Tsxenoro renatuta. Bce
npOsBEHNS 6ONE3HN, BKIIKOYAS MOPAKEHNE MEYEHM, ObICTPO PErPeccupoBami
B Pe3ynbTate akTUBHOM UMMYHOCYNPECCUBHON Tepanun. [puBeseHbl acnekTsl
AnchehepeHLnanbHoOro anarHo3a.

Knto4esble cnoea: 60ne3Hb CTUNA B3POCTbIX, ayTOBOCMANUTENbHbIE 3a60Me-
BaHWSA, LMTONNS, reNaTuT, MXOPajKa HesiCHOro reHesa. J

Bonewb Cruina B3pocibix (BCB) oTHocuTcst K uuchy cu-
CTEMHBIX BOCIAJIUTENbHBIX 3a00JIeBaHUI HESICHOM 3THOJIO-
MU, KITMHUYECKUE TTPOSIBICHUSI KOTOPOI BAPhbUPYIOT OT U30JIH-
POBaHHOM JTUXOPAIKH M0 KAPTUHBI IIOJTMOPTaHHOTO TTOPasKEHMUS.
B 1897 r. opuranckuit Bpay . CTUILT OHUM U3 MEPBBIX ONUcal
HECKOJIKO ciyyaeB 3a0oJieBaHus y AeTeit, a B 1971 1. ero coore-
YeCcTBEHHUK D). baityoTepc moaTBepauia BOZMOXKHOCTh pa3BUTHUS
CXOMIHOTO CHMITOMOKOMILIEKCa Yy B3pOCibIX. B Hacrosiee
BpeMs 6osie3Hb CTuiia y JeTeil U B3pOCbIX pacCMaTpUBAETCs
KaK MAECHTUYHOE 3a00JieBaHKE, BOZHUKAIOIIEE B 2 COOTBETCTBY-
IOLUX BO3pacTHbIX Kateropusix. Jonroe Bpemss BCB cuutanach
CHCTEMHBIM BapuaHTOM peBMaroumHoro aptpura (PA), ¢ koTo-
PBIM e¢ 00BEINHSIET CKIOHHOCTh K Pa3BUTHIO TE€CTPYKTUBHOTO
MOJTMapTPUTA, OTHAKO OTCYTCTBUE ayTOMMMYHHBIX HapyIICHUI,
B YAaCTHOCTHU crienudUuuecKux ayroaHTuTtes, Bbiaeiassio bCB u3
ITUPOKOTO Kpyra ayTOMMMYHHOI peBMaTHUYECKON MATOJOTUM U
nenano ee «00Je3HbIO MCKIOUYeHMs». PesynbraThl McciemoBa-
HUI, TIOJIyYeHHBIX B TocienHue roabl [1—3], KopeHHbIM o0pa-
30M M3MEHWIN MPEACTaBICHUS O MPUPOJIE 3TOI OOJIE3HU U CBU-
NIETeIbCTBYIOT O TIpuHamiexxHocT bCB k rpymnne ayroBocnanu-
TEJbHBIX 3a00JieBaHUI, MpPOTEeKAIIMX 0e3 ayTOMMMYHHBIX
HapyLIEHWI W CBSI3aHHBIX ¢ MYTallUSIMU T€HOB, KOHTPOJUPYIO-
IIUX CMHTE3 MHIMOUTOPOB MPOBOCIAIUTEIbHBIX IIUTOKMHOB, B
yacTHOCTH MHTepieiikuna (MJI)-1, UJI6 u dakropa Hekposa
onyxouu-o. [ToBbllIEHHAs MPOLYKLMS YKA3aHHBIX LUTOKMHOB,
BO3HUKAIOIIAS TIO NEWCTBMEM Pa3JIMYHBIX HecmenOuIecKux
(hakTOpOB, MMeeT CKIOHHOCTb K UIMTEIbHON TMEePCUCTEHIINU,
YTO COIMPOBOXAACTCS PELMAUBUPYIOIIMMU aTaKaMM acernThye-
CKOTO BOCIaJICHUsI B pa3lUYHbIX TKaHSIX W opraHax. HaubGosee
M3BECTHBIM TIPEACTaBUTEIEM ayTOBOCIAIUTEIbHBIX 3a00JieBa-
HUI, pacIIpOCTPAHEHHBIM CPEIU KUTENIEH CPeAN3eMHOMOPCKOTO
pervoHa, sBJsIeTCST Tiepuoanyeckas 60ye3Hb (ceMeiiHast cpenn-
36MHOMOPCKasl JIMXOpaaKa), XapaKTepu3yIoIiasicst TOBTOPHBIMH
MPUCTYIIAMU JIMXOPAIKH, ITOJUCEPO3UTAMU U PA3JTUIHBIMU
KOXXHO-CYCTaBHBIMU TTPOSIBJICHUSIMU.

«Busutnoii kaproukoii» BCB sBiseTcs BbICOKas IUXO-
pagka ¢ XapaKTepHbIM LHPKAAHBIM PUTMOM pa3BUTHUSL B BUIE
ofHOKpaTHOTO (febris quotidianus), pexe — nByKpaTtHoro (febris
diquotidianus) mombeMa TeMIIepaTyphbl Tejla, Yallle B BeuepHee
VIV HOYHOE BpeMs, C JaJbHEHNIIE CIOHTAHHOW HOpMaInu3alu-
el B YTPEHHHUE Yachl, COMPOBOXAAMOIICHCS TPOGY3HON MOTIH-




BOCTbIO U €1a00CTbI0. Y OOJIbIIMHCTBA OOJIBHBIX HAOII0AaeTCs
MaKyJoMnamnyJjjae3Hasi Chillb PO30BOTO 1[BETa, OOBIYHO HE3Ysi-
uiasi, JjoKaausyronasics Ha KOHEeUYHOCTSIX U Tyjnosulle. Kak mpa-
BWJIO, 9K3aHTeMa HOCUT TPAaH3UTOPHBII XapaKTep, BO3HUKAET Ha
BBICOTE JINXOPAAKKU U PErpecCUpyeT B MEPUOA allUPEKCUU WU
MPU CTUXaHUU OOIIeil BOCIAIUTEIbHON aKTUBHOCTU OOJIC3HM.
TpeTbeil cocTaBISIONIEH KJIACCHMYECKOUW TpUaabl OOJNE3HM CUM-
TaeTCsI CYCTaBHOW CUHAPOM, KOTOPBI MOXET OBITh IMpEICTaB-
JIeH MOHO/OJINTOAPTPUTOM WJIM TOJUAPTPUTOM C TEHICHIIMEN
K 0oJiee YaCTOMY U TSIKEJIOMY TMOPaXEHUIO CYCTaBOB 3allsSICTh,
HepelnKo MPUBOASAIIEMY K KapnalbHOMY aHKUI103y. CHUCTEMHBI
XapakTep 00JIe3HU MOATBEPXKIACTCS YaCThIM Pa3BUTUEM IeHepa-
Jnu3oBaHHON JuMbaneHonatuu (65%), cruienomeranuu (40%)
u renatoMeranuu (40%), cBUOETENBCTBYIOIINX O TUIEPAaKTUBA-
LMY PETUKYIOIHIOTSINATBHONW CUCTEMBI. BO3MOXHO pa3BuUTHE
MOJIMCEPO3UTa, B YacTHOCTHU TuieBpuTa (40%) M mepukapauTa
(30%). PazBuTuio 601€3HM HEPEIKO MPEIIICCTBYIOT OO B TOP-
Jie, 4TO, MO-BUAMMOMY, YKa3bIBacT Ha TO, YTO B POJM TPUITEP-
HOTO (hakTOpa, 3aIyCcKalollero ayroBOCHaJIUTEIbHbINA Tpolece,
MOXET BBICTYNaTh MH(MEKIIUS.

Hawnbonee yactHblie 1aboparopHbie niposiBieHust BCB Bkiio-
yaloT 3HauuTeabHoe rnoBbilieHne COD u C-peakTHBHOTO Oeka
(CPB), a Takxe BbIpaXXeHHbII HEUTPODUIBHBIN JIEUKOLIUTO3 (10
15—40 ThIC. KIeTOK B 1 MM?) 1 TpOoMOOLIMTO3. CrierbuIecKoi ja-
0opaTOpHOIT HAXOAKOM, KOCBEHHO yKa3biBawouieil Ha bCB, saBis-
eTcsl HeOOBIYHO BBICOKMIT ypoBeHb peppuTtnHa (B 10 1 6ojiee pa3
BBIIIIE HOPMBI), UTO KpaliHe peaKo HabIIoaeTcsl py IPYTUX BOC-
MaJUTENbHBIX, B TOM YMCJIe ayTOMMMYHHBIX 3a00J1eBaHUsIX [4].

BaxHo, uto npu BCB Bce peBMaTrueckue mpoobl, B TOM YKUC-
Jie peBMaTOUIHBIN (haKTOp, BCEerna HEraTUBHBIC, YTO MO3BOJISIET B
OOJIBIIMHCTBE CAyYaeB MPOBECTU HECIOXHYI0 OuddepeHInaib-
HYIO IUArHOCTUKY C IIMPOKUM KPYroM ayTOMMMYHHOI MaToso-
riuu, B yacTHoctu ¢ PA. Tlo maHHBIM nuTepatypsl, moutu y 70%
o6osibHBIX BCB oTMevaeTcst moBblllieHUEe aKTUBHOCTU (hepMEHTOB
neueHu — asiaHuH (AJIT)- u acriapraramuHoTtpaHcdepassl (ACT),
a B psAJie CITyYaeB MOpaKeHME MIEYeHU MOXET ITPOTEKAaTh KakK (yIIb-
MHWHAHTHBINM TeMaTUT C HeOIaronmpusATHBIM MCXOIOM BCJIEICTBUE
Pa3BUTHS OCTPOI MeYeHOYHOU HemocTaTouHOCTH [5—8]. dudde-
peHIIMaIbHAs TUATHOCTUKA MOPaKeHUs TIeUeHU B TaKUX CUTya-
LIUSIX MOXET OBITh KpaliHe CJIOXKHA, HEOOXOIMMO UCKITIOUUTD Mep-
BUYHbBIE 3200JIeBaHMS TEYCHU, B TIEPBYIO OYepelb ayTOMMMYHHbII
renatut. [IpuBoaum coberBeHHOE HabmoneHue bCB, npoTekato-
LIl ¢ KApTUHOM TSIKEJIOTo TeraTUTa, KOTOPBI Ha OMpeAeIeHHBIX
sranax 00JIe3HU SBJISUICH BEAYILIUM MPOTHOCTUYECKUM (hakTopom
3a00JIeBaHUSI B 1ICJIOM.

Ilayuenmra H., 32 nem. B mae 2011 2. nosgunacw pe-
yuousupyouas He3yo0sauias 3pumemMamosHasi Colnb Ha Koice
myaosuuia (NpeumyuecmeerHto) u KoHeuHocmell, COXpaus-
rowasics 6 meuenue 4— 12 u. UmmyHnonoeom cocmosinue pac-
YeHeHO KaK XpOHU4ecKas KpanueHuya HesiCHOl IMuoaoeuu,
Havama mepanus AHMUSUCMAMUHHbIMU npenapamamu 6e3
aghgpexma. C cepedunvt utons 2011 e. k KoducHbIM 8blCbING-
HUSAM NPUCOeOUHUAUCy nepuoduyecKue nodsembl memne-
pamypst 0o 40,5°C, npeumyuiecmeeHHo 6 éevepHee 8peMms.
IIposodunucey nosmopruvie Kypcol aeveHus aHmubakmepu-
anbHLIMU Npenapamamil, Ho 6e3 aghpexma, HecmepouoHsIMU
npomueogocnanumenvhvimu npenapamamu (HIIBI) — ¢
Kpamiospemerivim sghgpexmom. B konue uronn 2011 e. us-
MEHUACS XapaKmep KOJCHbIX GbICLINAHUIL: HA epyOu U cChuHe
noseunace He3yo0auwas CAUBHAS MAKYAONAnYAe3HAas Cbinb,
Komopas coxpausnace Ha npomsxicernuu 1 eooa.

Ilpu obcredosanuu 6 ungekyuoHHoM cmayuoHape
ObLAU UCKAIOYEHbl UHDEKYUOHHbIE NPUYUHBL PeyUoUuUsUpYIo-

weti AUXopaoku, 6 mom uucie wiueentes, calbMoHeste3 u
uepcunuo3d. C nodo3penuem Ha cucmemuoe 3a001e8aHuUe
COeOUHUMeNbHOU MKAHU NAYUeHMKA nepegedena Ha oocae-
dosanue 6 peeMamonocudecKoe omoeneHue 20p00CKoil Kau-
Hu4eckoll 00abHUUbL, 20e Haxodurack ¢ 18.08 no 14.10.11.
B ananuzax obpawanru Ha cebs enumarnue nosviuernue CO9
00 60 mm/4, eunoxpomuasn amemus (eemoenrobun 105 2/a),
aeiikoyumos 20,0+ 10°/a (00nokpamuo ¢ 303uno@uaueii 00
58%), mpomboyumos 630,0 * 10°/4; 6 buoxumu1eckom ana-
ause kpogu — nogutuerue ypoeus ACT u AJIT 0o 2—3 nopm.
H3 ummyHonoeuueckux nokaszameneii 00HOKpamMHoO Ommeua-
0Cb nogblieHue YposHs anmumen K dgycnupanvhoil JJTHK
00 25,4 ME/ma (hopma — do 25 ME/mn), visaeaenvt anmu-
HyKaeapuvle anmumena 6 mumpe 1:160. JlabopamopHsie
Mapkepvl uH@ekyuonnvix 3abonesanuii (BUY-unghexyus,
BUDYCHblE 2eNamumol, MAaiApus, myoepKyies, MmokKconias-
MO03, CoINHOU MU, XA1aMUOUO3, MUKONAA3MO3, YPeaniasmos,
opyuennes, 6oppeauos) Oviau HeeamusHwvimu. Hccaedosa-
Hue, HANPasaeHHoe HA NOUCK OHKOA02UYEeCKOl namoaoeuu,
8KAOHaBUIee onpedeneHue OHKOMapKepos, Y3HU monounvix
Jcenes, 0peanos OPIOWHON NOAOCMU U MAA020 MAa3d, Wu-
MOBUOHOUL Jicene3bl, 330¢haoeacmpooyo0eHOCKONUI0 U KO-
JNOHOCKONUIO, UMMYHOIAEKMPOhopes 0eakoe Kposu u MoHil,
makaice okazancs bespe3yabmamuuim. [18ancobl binoAHAU
nocee Kpoeu — pocma MuKpog@paopsl He 00HAPYICEHO, KOH-
UYEeHMpayus NPOKAAbUUMOHUHA ObLIa 8 NPedeaax HOPMab-
HbIX 3HaveHull. B ceasu c eviasaenuem npu Y3U nebono-
Woeo yseauHeHus nepugeputeckux AUM@amuecKux Y3106
BbINOAHEHA OUONCUSI NAX0B020 AUMPaAmMuU4eckKoeo y3id, a
makaice yuacmrka nOpadCceHHol KoJlcU, 8bI16UBUIAS HeChel-
ugpuueckue peakmuegnvie usmenenus. llpu komnsromeproi
momoepaguu 0pearosé OpIoUHoU NOA0CMU U epYOHOL Kaem-
Ku, a makyce Y3U opeanos oprowtHoil norocmu onpedensi-
AACh 2enamoCHAeHOMe2ANUS.

Koncyaomuposana ¢ POHI[ um. H.H. baoxuna u HUH
peemamonocuu PAMH, odaunbix, noomeepicoarouux cu-
cmeMHble peemamuyecKue u AUMPonposugpepamueHvie 3a-
bonesanusi, He noayueno. OOHOKPaAmMHoOe MUHUMAAbHOE NO-
ebluleHue anmunykaeaprozo akmopa (AH®) u anmumen
JHK pacueneno kak necneuugpuueckue uzmenenus. boin
duaeHoCMuUpo8an eunepepeuteckuil KOJCHbl 8acKyium, u
nayuenmxa Hanpaenena ¢ Knunuky negponoeuu, enympen-
HUX u npogeccuonanvhvix 6oasesnei um. E.M. Tapeesa, ede
¢ 18.10 no 15.12.11 naxodunacy na cmayuonapHom oocae-
dosanuu.

Ilpu nocmynaenuu cocmosinue cpednemsicenoe, 00y-
C0BACHHOE eXCeOHeBGHOL  BbICOKOLU MmeMnepamypoi 0o
39—40°C ¢ pazsumuem ucmouwjenus (noxydesa Ha 6 ke,
unoexc maccor meana 17 ke/m?). Pacwupennoe peemamo-
Jno0euteckoe 00caedosanue, GKAOYABULee  UCCAe008AHUe
AHMUHYKAeapHblX anmumen, anmumen Kk HamueHoii IHK,
AKMUBHOCMU KOMHAECMEHMA, PesMamouoHo20 Gakmopa
(P®D), anmumen k kapouosununy, AHIIA k npomeunaze-3
u muenonepokcuoase, Kpuozrodyaunos, anmu-SS-A (Ro),
anmu-SS-B (La), anmu-Sm, anmu-RNP, anmu-Scl-70,
anmu-Jo- 1, aumu-MCV, He 6bi56UA0 OUGZHOCMUYECKUX U3~
MeHeHUIl, YMo N03604UA0 UCKAIOYUMb CUCMEMHble 3a001e-
BaHUSI COCOUHUMENbHOU MKAHU, 8 YACMHOCMU CUCMEMHYIO
kpacuyio eonuanky (CKB), PA, depmamo- u noaumuosum,
cucmemHble acKyaumol. JaHHbix 8 noAb3y UHGEKUUOHHOO
IHOOKApOuma npu 4pecnuujes00Hoil 3xXoKapouoepapuu He
noayuero. [Ipednpurumanuce NONbIMKU NOBMOPHOZ0 OHKO-
NoUcCKa, 6 C8s3uU ¢ YeM 8bINOAHANUCH CMEPHANbHAS NYHKUUSL,
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uccaedo8anue OHKOMAapkepos, 6 Mom Yucie Mymauuii eeHos
Jak-2u MPL-1, MPT 201061020 M032a, He 8bisi6UBULLE 3HA~
YUMo namono2uu.

Obpawana Ha cebsi GHUMAHUE BbICOKAS BOCNAAU-
menvHas akmuehocmy 3abonesanus: COD 65 mm/4; ypo-
eenv CPBE 5,5 me/on (nopma 0—0,5 me/on); gpeppumun —
2261 ne/ma (Hopma 0— 120 He/ma); aetikoyumos 18,0« 10°/a
npu HOPMAALHOM YPOGHE 303UHOPUA0E U MPOMOOUUMOS,
a makice ymepennoe nogvliuenue axmuenocmu AJAT u
ACT (0o 3—4 nopm). Cnycmsa 2 ned cocmosinue nayuexm-
KU pe3Ko YXyouunocs: nosS8UAUCH GbIPANICCHHAS JCeAmyul-
HOCMb  KOJCHbIX NOKPOB0S, peyudusupyoujiie Hocosvle
KposomeueHusi, 8 NOBMOPHbIX GHAAU3AX KPOBU OmMmeye-
Ho nogvtuenue akmusrnocmu ACT do 100 nopm u AJIAT —
0o 60 Hopm, ypoeHs obueeo ourupyourna do 127 mxmons/a
(Hopma 0—20 mrxmoav/n), wesounoii gocpamazvr (ILD)
do 3 Hopm u vy-eaymamusmparcnenmuoasvl (I'TTII)
00 2 HOpM, CHUdICEHUE AKMUBHOCIU XOAUHICMEPA3bL, ANb0y-
muna (¢ 38 do 30 2/n) u npompomobunoeoeo undexca 0o 55%.
IIposodunacey dughghepenyuanvras ouacnocmuka mexncoy
AYMOUMMYHHBIM — 2eNAMUMOM U  NOPAJICeHUeM HneveHu
6 pamkax boneznu Cmunna e3pocavix. Hccaedosanue cepo-
JN02UMeCKUX MAPKEPO8 AYMOUMMYHHO20 NOPANCEHUS. NeYeHU
(AMA-M2, ASMA, anti-LKM1, anmu-SLA u anti-LP),
a maksice Y-2n00yAuH06 u ummynoza00ysuna (1g) G ne evia-
8U10 OMKJAOHEHUL O HOPMbL.

B c6a3u ¢ kKaunuko-1a60pamopHoil KapmuHoi msice-
1020 eenamuma Ha4ama aKmueHAas UMMYHOCYNPeCCUGHAs
mepanus: nyabc-mepanusi MemuanpeoHu3010HOM 8 CymMmap-
Hoil doze 3750 me 6 meuenue 4 Oneil 6 couemanuu ¢ UHQy-
BUAMU CBEICE3AMOPOICEHHOU NAA3MbL ¢ NOCAOYIOUWUM HAa-
3HaYeHuem MemuanpeoHu30A0Ha Hymps 6 dose 40 me/cym.
B pesynvmame mepanuu ommeuero Gvicmpoe (6 meueHue
1 cym) yayuwenue cocmosiHus nAyUeHMKU: HOPMAAU3068a-
Aacy memnepamypa mena, NPeKpamuauch HOCO8ble Kpo-
B6OMeEUeHUsl;, 6 MeveHUue HEeCKOAbKUX NOCAedyiouux OHell
VMEHbUWUAUCH BbIPAICEHHOCb JCeAMYXU, SPKOCMb KOMNC-
HbIX BbICOINAHULL HA MYA0BULYe, 3HAUUMENbHO NOHU3UAACH
akmuernocmy yumonusa (AJIT — do 40 nopm, ACT — do 35

Hopm). bBuoxumuueckue nokazamenu kpoeu (ACT, AT,
1D, TITTII, xonunscmepasa), mapkepst ocmpopazo6oeo
socnanrenus (COD, CPbh, geppumun), npompomobuHosbiii
UHOCKC OKOHYAMEAbHO HOPMAAU308dAUCh 8 meueHue 4 Hed
mepanuu, u NAYUEHMKA ObiAd BLINUCAHA 6 YOOBAEMEOPU-

MeAbHOM COCMOSHULL.

Ambynamopno ~ Obina  GbINOAHEHA — MACHUMHO-
PE30HAHCHAS  XOAAHSUONAHKDeamoepapus: NnopajiceHus
KPYRHbIX JCeAUHBIX NPOMOKO0G He 8biseaeHo. B nociedyro-
wem Ha4amo NOCMeneHHoe CHUMCeHUe 003bl NPeOHU3010Hd,
ambyaamopHoe duHamu4eckoe 06credo8anue e uKcupo-
8410 80CNAAUMENbHOU AKMUBHOCMU 00Ae3HU U NPUHAKOS
nopadiceHus neveHu, cOCMOsHUe NAYUeHMKU 0CMA8anoCh
yoosremeopumenvhvim. Ilpu dunamuueckom obcaedosa-
Huu 6 Kaunuke ¢ mae—utone 2012 e. (doza memuanpeonu-
30410Ha — 16 me/cym) 0OHAPYICEHO NOBMOPHOE NOBbLULCHUE
axmuenocmu AJIT do 45 nopm, ACT do 36 nopm, I'TTIT
u D do 4 Hopm, umo nompe606aso NPosedeHUs NYabC-
mepanuu MemuanpeoHu3010HOM 8 cymmapHoii dose 1500 me
6 meuenue 3 OHell u nogvluleHus 0036l Memunpeoa 6Hympb
00 28 me/cym; K aeueHuro 6viia 006asaeHa YPCOOe30KCUX0-
Ae6as Kucaoma.

B pesyavmame cocmosnue 60AbHOU YAYHUUAOCH, he-
YeHOUHbIe NOKA3amenu HOPMAIU308aiucy 6 meuerue 3 Heo.

K mepanuu obin dobaeaen asamuonpun 6 doze 100 me/cym.

Ilpu danvhetiwem ambyramopHom HAOAOOeHUU 80300HOB-

NeHO NOCMENneHHOe CHUMCeHUe 003bl MemuAnpeoHU30A0Ha

GHYMPbL NO0 KOHMpOAeM 1a00pamopHbiX Hnokazamenell.

B nacmoswee epems 0o3a memunpeOHU30A0HA COCMAB-

asem 8 me/cym, azamuonpuna — 100 me/cym, KAUHUKO-

1a060pamopHble NPU3HAKU AKMUGHOCMU 00Ae3HU OmCym-
cmeym.

C y4YeTOM OTCYTCTBMSI AaHHBIX, ITOATBEPXKAAMOIINX WH-
(DeKIIMOHHYI0O M OHKOJIOTMYECKYIO TATOJOTHIO, KIMHUYECKOE
TeyeHUe OOJIC3HM Y Halllell TMAaIllMeHTKU ITO3BOJISIET 0OCYXKIATh
3 Bo3MOXHBIe nuarHoctuieckue konuenuuu: CKB, ayroummyH-
HbII reratuT U 60oje3Hb Ctuiuta B3pocnbix. Jnarno3 CKB Ham
TIpEeICTaBIsIeTCS] HAUMEHee BEPOSTHBIM, YIUTHIBask HU3KUI (He-
MUATHOCTUYECKUI) TUTP OXHOKDPATHO BBISIBICHHBIX aHTUTEN K

SICPHBIM aHTUTEHAM W HATHB-

KnaccuthukaunonHbie Kputepuu 6onesuun CTunna y eTei u B3pocnbIx

Hoit JIHK. Bosee Toro, mosrop-
HbIC HUCCJIE€A0BaHWA YKa3aHHbIX
MapKepoB ellle 10 Ha3zHauYeHUs

Tabnuua 1

CTBDOI/II[HOfI TE€parnuun okKasajlucCb

BCB
Kputepuu M. fimaryun u coasr. (1992) [12]

CHCTEMHDIN HOBEHWNbHBIA NANONATUYECKUA apTpuUT
(npexHee Ha3BaHue - 6one3Hb Ctunna).

Kputepuu MexpayHapoaHoi aHTMpPEBMaTUYECKON
nuru 2-ro nepecmotpa (2001) [13]

bonblume kputepuu:
« Temnepatypa 39°C u Bbille He MeHee 1 Hef
* apTPaANruu B TeveHne 2 Hef u 6onee
* MaKynonanyneaHas KoXHas Cblifb
« neiikoumnTo3 >10,0410%n ¢ HeitTpocpunesom 6onee 80%
Manble kputepuu:
- 60 B ropne
* UMdpageHonatnsa u (unu) cnieHomeranus
* noBblILWeHne yposHs ACT, AITT
* HeratueHble TecTbl HA AHO 1 PO
Kputepuu ucknroyeHus:
* UHGheKLm
* Onyxonu
* peBMaTU4ecKue 601e3HN
[lnarHo3 yctaHaBnuBaioT npyu Hann4umn
5 KpuTtepues, BKN0Yas 2 60/bLUNX
YHyBCTBUTENLHOCTb — 96%
\Cneumbmwocn, - 92%

ApTpuT 1 1 Gonee cycTaBoB ¢ NNXOPAfKON

no tuny febris quotidianus B Teyenne 2 Heg u 6onee

B COYETaHMM C NH0OLIM U3 CNEAYHLMX NPU3HAKOB:

* IPEX0AALLAA IPUTEMATO3HASA CbiMb

* IUMchaseHonaTus

* renarocnieHomeranus

* CEpo3nT

Kputepuu ucknoyeHums:

* icopuas y 601bHOTO UAN Y ero POLACTBEHHUKOB

« apTpuT y HLA-B27-n03utnBHOro pebeHka
MYXXCKOro nona crapiue 6 net

* AHKWUNO3NPYIOLLNIA CMOHAWANT, apTPUT C 3HTe30Ma-
TNe, CakpoUnenT Npu BOCNANUTENbHbIX 60ME3HAX
KnLLIEYHUKa, CUHAPOM PeitTepa, oCTpblii nepeaHnii
YBEWT UM HanM4ne yKasaHHbIX 3a60neBaHui
Y POACTBEHHMKOB | CTENeH poacTBa

* Hanuyue IgM-P® Kak MUHUMYM B 2 aHanm3ax,

BbIMONIHEHHbIX C NUHTEPBANIOM 3 mec J
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HeraTuBHbIMU. HeoObruHas Tsi-
JKECTh TOPaXeHMSI TIeYeHW Ha
OIpelIeICHHOM 3Tare OoJIe3HU
Jiestana BeCbMa BEPOSITHBIM Mpei-
MOJIOKEHUE O HaJW4YUU y OOJIb-
HOIl ayTOMMMYHHOTO TemaTura
C CHCTEMHBIMU TPOSIBICHUSIMU.
TeM He MeHee HEOTHOKPATHBIN
JTabOpaTOPHBI  CKPUHMHT  He
BBISIBUI CrHieUU(pUUECKUX ayTo-
aHTUTEN, TUIIePraMMarjio0yIn-
HEMWH, XapaKTepHBIX UIsS daH-
Horo 3a0ojeBaHus. B maHHO#
CUTyalluM Haubosiee BEPOSTHBIM
npeacrasisieTcs auarios bCB ¢
y4eToM Haiuuus 7 u3 § BO3MOXK-
HBIX TUArHOCTUYECKUX KPUTEPH-
eB, MpeioXeHHbIX M. AAMaryuu
U coaBT. (Tabj. 1). B moab3y naH-



HOTO IMarHo3a TakXe CBUAETEJ]bCTBYET 15-KpaTHOE MOBBIIIEHKE
YPOBHSI (heppUTHHA, YTO HETUTTUYHO JJII MH(MEKLIMOHHBIX U ayTO-
MMMYHHBIX 3a00JIeBaH1Ii, MPU KOTOPBIX 3TOT MOKA3aTeIb PEAKO
MpeBbIlIaeT S HopM [4].

[ToBbillIeHNE aKTUBHOCTU TIEYEHOUHBIX TPAHCAMUHA3 HA0JII0-
naercs y 6osbirHceTBa naimeHToB BCB, uTo Hanwio cBoe oTpaxke-
HUE B IMAarHOCTUYECKUX KpuTepusix Amaryun (cm. Tabdia. 1), Hau-
0oJiee MIMPOKO NMPUMEHSIEMbIX B HacTosiee Bpemsl. Tak, B OTHOM
U3 PEeTPOCTIEKTUBHBIX MCCIEN0BAaHUM (hpaHIly3CKMX aBTOpoB [9]
¢ yyactveM 12 TMaLMEHTOB MOBBILIEHUE AKTMBHOCTU TEYEHOU-
HBIX aMUHOTpaHchepas OblI0 BbIsiBIEHO Y 92% GobHBIX: B 83%
cllyyaeB aKTMBHOCTb (heépMEHTOB BapbUpoOBajia OT 2 10 5 HOpPM, B
OCTaJIbHBIX — CBbILIE 5 HOpM. Bosiee Toro, MporeMOHCTpUPOBaHA
BO3MOXHOCTb Pa3BUTHSI TSIKEJIOr0, B TOM 4yucie ¢hyJIbMUHAHTHO-
ro renaTuTa, orpenessiiolero nporios oosnesnu [7—9]. Takum 00-
pa3oM, pa3BUTHE y Hallleil OOJIbLHOM TSKEJIOro remaTuTa BIIOJIHE
YKJIaIbIBa€TCS B AMArHOCTUYECKYIO KOHLIeTMIo Ooe3Hu Ctuiiia,
YUUTBIBAsI OTCYTCTBUE YOSAUTENbHbBIX JAaHHBIX B MOJIb3Y aJIbTepHA-
TUBHOT'O IMarHo3a.

bricTpoe pa3BuTHE KIMHUKO-1a00paTOPHOI peMuccuu 00-
JIE3HU B MPEACTaBIEHHOM HaOJIIOJEHUM B OTBET Ha Ha3HAUYeHUE
TJIIOKOKOPTUKOCTEPOUTOB TOJHOCTBIO COOTBETCTBYET NAHHBIM
JIUTEPATYPhl O BBICOKOU 3(h(PEeKTUBHOCTU rOPMOHAIBLHOMN Tepa-
nuu ripu BCB [3]. B To ke BpeMs TeHASHLIMS K YCUIEHUIO J1abo-
paTOPHOI aKTUBHOCTHU OOJIE3HU MPU TOIbBITKE CHUXEHUS 103bl
METWINPEeIHN30JI0HA CBUETENbCTBOBAJA O PA3BUTUM TOPMO-
HaJIbHOM 3aBUCUMOCTHU, B CBSI3U C UM K JIEUEHHU IO ObLI 100aBJieH
a3aTUOINPUH B KauecTBe Tpernapara 2-ro psiia u crepouacoepe-
raroIIero CpencTa. DTo MO3BOJMIIO YCIIEIIHO YMEHBIIUTD 103y
METUJIPEIHM30JI0HA 0 8 MI/CyT 06€3 KIMHUKO-Ta00paTOPHbBIX
MPU3HAKOB 000CTPEHUs OOJIE3HU, YTO HE UCKIIOYAET BO3MOX-
HOCTHM €ro JajibHeWlleil MoCcTeneHHON OTMEeHbI B OJIMXKailiei
MepcreKkTrBe.

Jlo HacTosIIero BpeMeHU B TpeACTaBIeHUM MHOTMX Tpak-
TUKylomux Bpadyeit BCB mpomosikaeT accoummpoBaTbesl €
cucteMHBIM BapumanToM PA, B kauectBe kKotoporo BCB pac-
cmatpuBaiiachk 6osiee 100 JeT co BpeMeHM IIEpPBOrO OIMCAHMUS
o6osie3nu JI. CtusuioM. B CBSI3M ¢ 9TUM OTCYTCTBME BbIPaKEHHO-
IO CYCTaBHOIO CHHApPOMa B CUTyallMu, KOTAa MPUCYTCTBYIOT BCe
ocTasibHbIE KJlaccuueckue nposineHuss bCB, Hepenko npuBo-
IUT K HEOOOCHOBAaHHOMY OTKa3y OT NAHHOI NMarHOCTUYECKOM
KOHLICTIIIMM U 3aepXKe Ha3HAauyeHUs KpallHe HeoOXOAMMO
MMMYHOCYIIPECCUBHOI Tepanuu. Bmecte ¢ TeM BO3MOXHOCTb
TeueHuss bCB 6e3 mopaxeHusi CycTaBOB WJIU C UX OTCPOYEHHBIM
BOBJICUEHUEM MOJTBEPKAAeTCSI MHOTMMU aBTopaMu. OCoOeHHO
4acTo 3TO HaOII0AAeTCsl MPU MOHO- U TTOJIMLIMKINYECKOM (MH-
TepmuTTUpytomem) tedeHnn BCB (cMm. pucyHOK), Korma eauH-
CTBEHHBIM TPOSIBJICHUEM 0O0JIE3HU MOXET ObITh JUIUTEIbHO pe-
LUMIMBUpYIOLIAsl JIUXOpaaKa, KpailHe W3Hypsiolias OOJIbHbBIX.
B TO e BpeMsl Ip1 XPOHUUECKOM TeUeHUU 00JIe3HU (CM. pUCY-
HOK) CyCTaBHOW CHHAPOM HaOJtofaeTcsl y OOJbIIMHCTBA Mallk-
€HTOB U XapaKTePHU3YeTCs «3J10KaUYECTBEHHBIM» TEUEHUEM C TEH-
JNIeHUMeN K AeCTPYKIUU CYCTaBOB U (h)OPMUPOBAHUIO aHKUIIO30B,
YTO M3HAYaJIbHO MOCIYKUJIO 0~

lMpeo6nagaHne cMCTEMHbIX NPOSABIEHUI
MoHoupnknnyeckoe

lMpeobnagaHne cMCTeMHbIX NPOSBIEHUI

Monuumknuyeckoe

XpoHueckoe Mpeo6nagaHue CycTaBHOro CUHAPOMA

BapuanTbl KnuHuYeckoro TeveHns 6onesHn Ctunna

koHuenuuu BCB, a nuinb ykasslBaeT Ha OOWH M3 BO3MOXKHBIX
BapUaHTOB TEYCHUSI 3TOI OOJIE3HU, OMUCAHHBIX B JUTEpaType.
Bonee Toro, nipu 6one3nn Crwnia y aeTeil (B HacTosiiee BpeMst
HOCUT Ha3BaHUE <«CUCTEMHBINI FOBCHWIBHBI HMIMOTATHYECKHIA
apTpUT») BBEJACHUE B 00s13aTeIbHBIC TMarHOCTUIECKIE KPUTEPUH
aprputa (cM. Tabir. 1) CHU3WIO MX YYBCTBUTEIBHOCTD Ha 16% 10
CPaBHEHUIO ¢ KPUTEPUSIMHU SIMarydu, MCIOIb3yeMbIMHM Y B3pPOC-
JIBIX, B COOTBETCTBUU C KOTOPBHIMU HAJIMYUE apTpUTA HE SIBJISIET-
cs1 obs3atenbHbIM [10]. B ¢Bsi3u ¢ 3TM HekoTopbie aBTOphI [10]
CUMTAIOT «IE€TCKUE» IMarHOCTUYEeCKUEe Kputepuu 00s1e3Hu CTu-
J1a, TIpeIIokKeHHbIe MeXayHapOIHOM aHTUPEBMATHUECKOM JTUTOI
(cM. Tabi. 1), U3MUIITHE KECTKUMU, YTO MOXKET MPUBOAMTD K TH-
IMOIMAarHOCTHKE OOJIE3HH B CITydasix, Korma 60J1e3Hb ITpoTeKaeT 6e3
ITOPakKeHUS CYCTaBOB.

B 1ieniom, HecMoOTpsI Ha OTHOCUTEIIBHYIO penkocTh, BCB ocra-
eTCsl OHOU W3 HamboJiee YACTBIX PEBMATOJOTUYECKUX TPUYMH
JIMXOPAIKMU HESCHOTO TeHe3a B MOJIOJOM M CPeIHEM BO3pacTe, O
4yeM cJeyeT IyMaTh MPY OTCYTCTBUM JaHHBIX, TTOATBEPXKIAIOIINX
NpyTue MPUYUHBI U30JIUPOBAHHON TUXOPaAKH (Tab. 2).

Tem He MeHee pacnipocTpaHeHHbIl B3M1siA Ha BCB kak Ha 60-
JIe3Hb UCKITIOYCHUSI, C HAILICH TOUKU 3PEHMS, U3IUIIHE TTPUMUTH-
BHM3UPYET MOIXOM K pacliO3HABAaHUIO 3TOTO 3a00JIeBaHUSI U CBOIUT
JIMarHOCTUYECKUI MPOIIECC K «CIETIOMY» CKPUHUHTY, OPMEHTUPO-
BaHHOMY Ha BBISIBJICHUE CITEIIM(MUISCKUX JaOOPaTOPHBIX MapKe-
poB. Mexmy TeM TIIATeJIbHBIN aHAIN3 0COOCHHOCTEN JIMXOPaIKi
U COITYTCTBYIOIIMX €1 CUMIITOMOB MOXET JaTh KJII0Y K MPaBWJIb-
HOMY JIMaTHO3Y €llIe 10 MOJyYeHUS Pe3yJIbTaTOB BCEX BO3MOXKHBIX
aHaiM30B. B yacTHOCTH, cpean HeMHMEKIIMOHHbBIX 3a00JIeBaHUM
NIByKPaTHBII MOIbEM TeMIIEpaTypbl Tefaa B TeueHue 1 cyT (febris
diquotidianus) siBIseTcsl TMaTOTHOMOHMYHBIM Tipu3Hakom BCB
[11]. Kpome 3TOrO, coueTaHue MHTEPMUTTUPYIOLIEH JTUXOPAIKU
C BBIPaXCHHBIM TOBBIIICHUEM AKTMBHOCTM aMHUHOTpaHchepas
U YpOBHS (heppUTHHA B CbIBOPOTKE KpoBU (>10 HOpM), 1O MHe-
HHMIO MHOTUX aBTOPOB, TaKXKe XapaKTePHO B MEPBYIO OUepeb It
BCB. Haxkowner, neiiKonuTo3 B nepu@eprnyeckoil KpOBU CBBIIIIE
20,0+ 10°/1 nemaer BCB eqMHCTBEHHBIM PEBMATOJIOTUYECKUM 3a-
O6osieBaHueM [11], cnocoOHBIM OOBENUHUTD BCE YKA3aHHbIE MPO-
SIBJICHUSI.

BozoMm st paccmoTpeHuss BCBB - /7~
KadecTBe ocoboro BapmaHTa PA
(B paHHel JuWTepaType — CHH-

npoM Buccnepa—®aHkoHM).

TakuMm oOpa3zoM, OTCYyTCTBUE
y paccMaTtpuBaemMoil 00JbHOM

~
Tabnuua 2
PeBmartonoruyeckue npuinHbl INXOpaaKu HesicHoro rexHesa [11]
Haun6onee yactble YacTble Pepkue
bonesHb CTunna B3pocnbIx CKB bonesHb Takascy

MPU3HAKOB TIOPAXEHUSI CyCTa- BUCONHbI apTepumuT

Y3e/1K0BbI NonnapTepunT

CemeliHas cpeM3eMHOMOPCKas Nnxopajka

BOB, C Haleil TOYKnu 3p€HUA, HE
NPOTUBOPEUYUT JIMAarHOCTUYECKOM

\PeBMaTVHECKaﬂ nonumuanrus - AHL|A-accoumnpoBaHHbIe BaCKYNUTbI

Capkonpo3 )
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ADULT-ONSET STILL’S DISEASE WITH SEVERE LIVER DAMAGE

S. Gulyaev, Candidate of Medical Sciences; P. Novikov; T. Rozina, Candidate of
Medical Sciences

.M. Sechenov First Moscow State Medical University

The paper describes a clinical case of adult-onset Still-s disease proceeding
with the clinical and laboratory signs of severe hepatitis. All manifestations of
the disease, including liver damage, rapidly regressed as a result from active
immunosuppressive therapy. The aspects of differential diagnosis are given.
Key words: adult-onset Still-s disease, autoinflammatory diseases, cytolysis,
hepatitis, fever of unclear genesis.
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CTaTtbs MOCBALYEHA MOCTTPABMATNYECKOM ron0BHOI 60/ (Ib), KoTopas MoXeT \
DPa3BUTLCA Y NAUNEHTOB, MEPEHECLLINX YEPENHO-MO3I0BYH0 TpaBmy. Paccmatpu-
BAKOTCS NATOreHETUHECKNE MEXaHU3Mbl 1 PA3NINYHbIE TEPANEBTUYECKNE N0/-
X0/b! npu 0CcTPOI U XpoHuyeckow I'b. O6CYXAAKOTCS ANArHOCTUYECKME KPUTE-
pun cuxoreHHow b nocne yka3aHHoW TPaBMbl.

Knroyesble cnosa: noCTTpaBMaTMyeckas ronosHas 60sb, NCUXOreHHas ronos-
Has 60nb, aLeTasonamug. /

Poccuu exeronHo yepenHo-mo3ropyio TpaBmy (UMT) nony-

garoT okosio 600 Teic. yenoBek (4:1000), n3 Hux 50 ThIC. TMO-
rubaiot, a 50 Teic. cTaHOBsATCS MHBanuaamu. [lo ganHeiM BO3,
yactota YMT exeronHo ysenuuuBaeTcst Ha 2%. CpeaHuii Bo3-
pacT G6oJblurHCTBA nocTpanapmux 20—30 et (MyxxuuH B 2,5—3
pasa OoJiblliec, YeM KCHIIWH). B CTpyKType MHBAIUIHOCTU Ha
nomo UYMT mpuxomutest 25—30%. B CLLA exeronHo peructpu-
pyetcs 2 mutH UYMT, u3 Hux 500 ThIC. HOCAT YMEPEHHBIN WIIN TSI-
Xenblil xapakTep [1].

YMT — 5T0 moBpexXImeHne MeXaHUUeCKOI SHeprueil yepe-
a, TOJIOBHOTO MO3Ta, MO3TOBBIX 000JIOYEK, COCYIIOB M Yeper-
HBIX HEPBOB. Bu 1 TSIKecTh IEPBUYHOTO MOBPEXKACHUS 3aBUCST
OT MHOTUX OOCTOSITEJILCTB: CUJIbI, HATIPABJICHUSI, TOUKU MPUJIO-
>KEHUSI TPABMUPYIOLIETO areHTa, Miollajd KOHTaKTa C TOJ0BOit
U T.I.

B ctpykrype knnHudyeckux dopm UMT nomuHupyer co-
TpsiceHue TOIoBHOTO Mo3ra (63—90%), nanee cieqyloT yIrmosl
rojioBHOTro Mo3ra (5—13%) u ero caaBiieHUE BHYTPUYCPEITHBI-
MM TeMaTOMaMHW WJIW BIaBJICHHBIC MEpeJIOMbl KOCTeil cBoma
(1-3%) [2].

Boinensior nepBUYHbBIE M BTOPUYHBIE TTOBPEXKICHUS TOJIOBHO-
ro mo3ra. K rnepBUYHBIM OTHOCSITCSI TOBPEXKAEHUSI, 00YCIOBICH-
HbIE BO3/CICTBMEM HEMOCPEICTBEHHO MEXaHUYECKOW dHeprueit
Ha MO3T B MOMEHT TpaBMbl. BTOpuUHbIE MOBPEXIEHUS HACTYAIOT
IMO3KEe U MOTYT OBITh CBSI3aHBI C peaKiMeil KaKk MO3rOBOI TKaHH,
TaK M BCEro OpraHM3Ma Ha TpaBMy, a TakKKe OOYCJIOBJICHBI 00TY-
pauueil nbIxaTeJbHbIX MyTei, TPAHCIIOPTUPOBKOI, HeaaeKBaTHOM
MEIMKaMEHTO3HOI Teparnueil, KOTopble MPUBOAIT K THUIIOKCHH,
OTEKYy MO3ra, HapylIeHUsM OCMOTHYECKOTO roMeocTasa, BOoCIIa-
JIUTEIBHBIM OCTIOXHeHUsIM 1 ap. Tsokects UMT oTpaxaer cre-
TeHb HapyIIEHUsI CO3HAHMS, KOTOPYIO OLIEHMBAIOT C MOMOIIbIO
Ikansr [nasro. [pu cymme 6amnoB 8 u meHbiie YMT oTHOCUT-
csl K TSDKEJIOM, npu cymme 9—12 — K CpeHeTSIKe0M, pu cyMMe
13—15 — K nerkoii.

OnHo u3 xapakTepHbIx nociaeactsuit YMT — nmoctrpaBma-
tudeckas rojosHas 6osb (ITTI'B). CornacHo MexayHaponHoit
knaccudukaimu rojjopHoi 6osu 11-ronepecmorpa (MKI'b-11),
OHa OTHOCHUTCSI K BTOPMYHBLIM ToJ0BHBIM OoJisiM (I'B). TITTDH
MOXET HOCHUTh OCTPBIIf XapaKTep, KOT/la JUIUTEIbHOCTD Ieda-
TMYECKOro CMHApOMa He TpeBbiinaeT 3 mec [3]. XpoHuueckas




