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OpPUrMHAAbHbIE CTOTbU

BUCUMOCTb (HanMeHbluas skcnpeccust CD3 onpenensiach y
NaLMeHTOB C MHOXEeCTBeHHbIMU PY), cHUXXeHHe ero ypoBHsi
npu PA ¢ PV Bpsip nu cBs3ano ¢ T-kneTouHbiM uMMyHOnedH-
LIMTOM M, CKOpee BCero, 00ycioBIeHO (PYHKLMOHATIbHBIMU
paccTpoiicTBaMMU: MOBbILIEHHO MUrpauueit knetok CD3+ us
[IK B TkaHu; B yactHOCTH, B PV, 4TO, BEpOSITHO, NPUBOIMT K
6osblieit yactote ayronmmMyHHbIX 11 npu PA ¢ PY. [pumeua-
TeJIbHO, UTO CHMXKEHHEe YPOBHS JIMMQPOLUTOB nepudepnyde-
CKO1 KpOBH U MX «HEOTBEYaeMOCTb» Ha aHTUreHbl CBOMCTBEH-
Hbl CUCTEMHBIM MUKoOakTepro3am. O6patiiaer Ha cebsl BHU-
MaHue ToT ¢akr, uto st PA ¢ Hanmurem PY Gonee xapak-
TepHbI MOJMHENRPONaTus, SMUCKIIEPUT, Y3J10BaTasl IpuTemMa.
Itu Il Takske MaTOrHOMOHWUHBI A7 Nienpbl [7]. Bonee Toro,
B KPOBM OOJIbHbIX JIETIPOIA BBISIBJISIIOTCS MOBbIILIEHHBIE TUTPbI
peBMaTOMAHOro pakTopa ¥ aHTULUTPYJIJIMHOBBIX aHTUTe],
XOTSI M B MeHbLIIEM KOJIMYECTBe Ciy4yaeB, 4eM y OosbHbIxX PA.
Ectb maHHble 0 ne6loTe Jenpbl B BuJe CaKpOWIENTa, epMa-
TOMMO3KTA, TEHAOCUHOBUTA. Bes 3ta penomenonorus Bpsiz
M SIBJISIETCSl CIy4aitHoM. XOTsl posib MUKOOAKTepHii B naTo-
reHe3e PA HeoueBMHA, HA HALU B3IJIsi], IPOJIMTDb CBET HA MIPO-
61eMy naToreHeTUYecKoi 001HOCTH PA 1 CHCTEMHBIX MUKO-
6aKTepHO30B MOXET U3yueHHe PoJu creLduuecKoii cyomo-
nynsuun T-muMounToB-xennepos — knetok Th17 [8]. [po-
IyL1pyeMblit UMW UHTepJIelkKiH 17 1 Apyrue LMTOKWHDI yya-

CTBYIOT ¥ B ayTOMMMYHHBIX PEaKLUsX, U B UMMYHHOM OTBETe
NPOTUB BbICOKOOPTaHM30BaHHbIX MHQEKLMOHHbIX areHTOB
(MMKOOaKTEpHii, CIMPOXET, reibMUHTOB). [losIMKIOHaNbHbIE
MMMYHHblE peaKkL{d B MPOTUBOMMKOOAKTEPUATbHOM WK
MPOTUBOreIbMUHTHOM MMMYHHOM OTBETE CBS3aHbl CO CJIOXK-
HbIM aHTUIE€HHBIM COCTaBOM 3TUX Bo3Oyamureneil. Knerku
Th17 B 3TOM Ciyuae BbINOJHSAIOT POJb «TSKEJION apTHIlIe-
pun». XOTs B psizie ClyyaeB MOJIMKJIOHAbHAS UMMYHHas pe-
akKLysl Ha BO30yauTess cCrocobHa nepepacTv B ayTOMMMYHO-
arpeccuto, Kak ato ciayuaercs npu PA, ponb xnetok Th17 B
MPOTUBOMMKPOOHOM U MPOTHBONAPa3UTapHOM UMMYHHUTETE
HeJb3s1 HeflooLieHuBarb. [locnenHee He06X0AMMO UMETD B BHU-
Iy B CBSI3U C «BBIXOZIOM Ha apeHy» 610JIOr1uecKoi Tepanim —
MBI, yraeratomux ¢pynkuuto Th17 onocpenoBaHHO: ycTe-
KMHYMaba M1 MOHOKJIOHAJIbHBIX aHTUTEJ K PeLIeNnTopy K WH-
Teprneiikuny 17 (6ponanymao).

Asmopeul evipancaiom 61a200apHOCMb COMPYOHUKAM
Bceagppukarnckozo peabunumayuonnozo u y4ebHozo yenmpa
senpsl u mybepkynesza (Aoduc-Abeba, Ipuonus) 3a 803MONCHOCMb
HaOMo0eHus 60NbHBIX U NPOOYKMUBHbIE KOHCYIbmMayuu.

Cnucox rumepamypuvt But mosceme naiimu na catime http.//www.rmj.ru
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PE3IOME

Jluxopaoka — 00Ha u3 Hauboee Hacmulx npuyuH obpawjenus K epaqy. Mmeromcs HeunpexyuoHHvie 3a001€8aHUS, 0151 KOMOPLIX TUXOPAOKA — MAHUGECMHbIL
u apkuii cumnmom. Muozue u3 smux 3a601e8anuli OMHOCAMCS K 2pynne peokux, oppantsix 6oesneti. bonesns Cmuana, pazsuswascs y e3pocavix (ECPB),
omHocumcs K mpyoHviM 0151 OUA2HOCMUKU UXOPAOOHHbIM, NOIUCUMNMOMHbIM 3a001e8aHusM. MHmepec K 3a001e8aHUI0 onpedensemcs pasHooopasuem,
APKOCMbIO KNUHUYECKOU KaPMUHbI, MANCECMbIO NPOAGAEHUL U HEOOHO3HAYHLIM NPO2ZHO30M, A MAKYCE omcymcmeuem eouHo20 6321590a Ha mepanur. B me-
panuu BCPB nomumo necmepoudnbix npomusogocnanumenshbix npenapamos (HI1BIT), 2ntokokopmukoudos (I'K) npumensiom memompexcam, YuknoCnopuH,
JI-nenuyunnamuH, conu 3010ma, a3amuonput, 1eGayHomud, Yukiopocpamuo. Y nayueHmos, He 0meedaowjux Ha mepanuio CURMeMu4ecKuMy 0a3ucHsIMU
npomusosocnanumensusivu npenapamamu (cbIIBIT) u I'K, ucnonws3ytom eenHo-uHxicerepHoie buonozuyeckue npenapamol (ITMBIT). [Tokazan nonoxcumens-
HbIl 3¢ppexm smanepyenma, uHpauKcumMaoa, anakutpel. JJo Hasnavernus 'K y paoa 60nbHbIX MONCHO 006UMBCS MOHOYUKIUHECKO20 medeHUs 3a001e8aHUS
npu npumenenuu HITBIT u cBI1BI1, umo demoncmpupyem Haw onsim sedenus 38 601bnbix. [Ipu peppakmeprbix kK mepanuu popmax 3a001€68aHUS B03MONCHO
npumererue moyunusymaoda. Jluxopadka [67semcs MAHUPECMHbIM CUMNMOMOM U 01 2pynnsl 8PONCOEHHbIX AYMOBOCNANUMENbHbIX CUHOPOMOB
(ABC/HAIDS). 3abonesarus omHeceHbsl K NepeudHsIM UMMYHOOEPUUUMHBIM COCIMOSHUSM, UMEIOM 2eHEMUYECKOEe NPOUCX0NCOeHue U npedCmasieHbl cemeli-
Holi cpedusemHomopckoli nuxopaokoli (FMF), nepuoouieckum cuHOpOMOM, ACCOYUUPOBAHHbIM € peyenmopom pakmopa Hekposa onyxoau (TRAPS), 2unep-
IgD-cundpomom, cunopomom Maxn — Bennca (MWS) u Opyaumu, nposensioumjumucs monsko 6 miaaoenieckom éospacme. Onucarvl nposenenus FMF u
TRAPS-cundpoma, npedcmasnetibi 603MONCHOCIMU COBPEMEHHOL, 8 M. 4. 2EHHO-UHNICEHEPHOU mepanuu, COXpaHsiowjell HcusHy 60bHbix. [Ipedcmasien Kau-
HUKO-0uazHocmuHdeckull anzopumm 01 OYeHKU cmenexu pucka paeumus 3a060N1e6arul.

KitioueBble c10Ba: 0numenbHAS AUXOPAOKA, peemamuqeckue 3a001e6anus, 60ne3ie Cmuana y 83pocisix, KpuonupuH-accoyUUPO8arHble CUHOPOMb, mepanus.
Nns uutupoanus: Karnesckas M.3. K npoOaeme onumenbHoU 1UXopaoku npu pesmamudeckux 3abonesanusx. Bonesny Cmunna y 63pocisix u KpUuonupuH-
accoyuuposarHsie cunopomol // PMXK. MEJUIJMHCKOE OBO3PEHHE. 2017. Ne 1. C. 21-25.
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ABSTRACT
To the problem of prolonged fever in rheumatic diseases. Adult-onset Stills disease and cryopyrin-associated syndromes
Kanevskaya M.Z.

First Moscow State Medical University named after .M. Sechenov

Fever is one of the most common causes of applying to the doctor. There are non-infectious diseases, for which fever is a manifest and bright symptom. Many
of these diseases belong to the group of rare, orphan diseases. The adult-onset Stills disease is a febrile, polysymptomatic disease difficult for diagnosis. The
disease is interesting due to the variety and brightness of the clinical picture, the severity of the manifestations and the ambiguous prognosis, as well as the
absence of a common view of the therapy. In addition to non-steroidal anti-inflammatory drugs (NSAIDs), glucocorticoids (GCs), the therapy of the adult-
onset Stills disease (AOSD) includes the use of methotrexate, cyclosporine, D-penicillamine, gold salts, azathioprine, leflunomide, cyclophosphamide. In pa-
tients who do not respond to the therapy with synthetic basic anti-inflammatory drugs (SBAIDs) and GCs, genetically engineered biological preparations are
used. The positive effect of etanercept, infliximab, anakinros is shown. Prior to the appointment of GCs in a number of patients, it is possible to achieve a
monocyclic course of the disease with NSAIDs and SBAIDs, which is demonstrated by our experience in treating 38 patients. In therapy refractory forms of
the disease the use of tocilizumab is possible. Fever is a manifest symptom for the group of congenital, auto-inflammatory syndromes (ABC / HAIDS). The
diseases are classitied as primary immunodeficient conditions, they have a genetic origin and are represented by familial Mediterranean fever (FMF), tumor
necrosis factor receptor associated syndrome (TRAPS), hyper-IgD syndrome, Muckle-Wells syndrome (MWS), and other diseases revealing only during the
period of infancy. The article describes the manifestations of FMFF and TRAPS, and presents the possibilities of modern life-saving therapy, including genetic

engineering therapy. A clinical-diagnostic algorithm for assessing the degree of risk of disease development is presented.
Key words: long-term fever, rheumatic diseases, adult-onset Stills disease, cryopirin-associated syndromes, therapy.
For citation: Kanevskaya M.Z. To the problem of prolonged fever in rheumatic diseases. Adult-onset Stills disease and cryopyrin-associated syndromes //

RM]J. MEDICAL REVIEW. 2017. Ne 1. P. 21-25.

Besedenue

Jluxopaznka — onHa 13 Hanbosee 4acTbX MPUYKMH OOpalLie-
HU4 K Bpauy. YacTo oHa nMeeT MHQEKLIMOHHbI reHes, 0HaKo
ecTb HerH(}EKLMOHHbIe 3a60J1eBaHMsl, 17151 KOTOPBIX JINXOpaj-
Ka — MaHU(ECTHBII 1 SIPKUit cUMITOM. MHOTMe U3 9ThX 3a60-
JIeBaHUi1 OTHOCSTCS K TpyIIe peakux, oppaHHbIX 6ose3Hel.
EBpocoto3 npuHsin cnenyioliee onpenenenrie opdaHHbIX 60-
nesHeit: «Op¢anHoe 3a0051eBaHNe — 3TO YTPOXKAIOLIEe KU3HHU
1 3JI0pPOBbIO XPOHMUECKOe 3a00seBaHNe, KOTOPOe MMeeT Ha-
CTOJIbKO HM3KYIO BCTPEYaeMOCTb, YTO HEOOXOMMO NpUMeHe-
HMe CrieLasbHbIX YCJIOBUI1 [7Is PENOTBpaLLieHns 3aboneBae-
MOCTH, paHHei CMePTHOCTU U MOBbILIEHMS] KauecTBa KU3HU
GonbHbIx» [1]. B HacTosiLee BpeMst He CyLLeCTBYeT eIMHOrO,
LIMPOKO MPHUHMMAaeMOro onpezesneHus opdaHHbIX 3ab0seBa-
HUi1. HeT Kakoro-To eMHOro ypoBHSI paclpOCTPaHEHHOCTH
3abornieBaHKsl B MOMYJISILMK, IPU KOTOPOM €r0 Ha4MHAIOT CUH-
tatb peakuM. Opranusauust EURORDUS Boinensier 1o 7 Toic.
opdanHbix 3a6oneBanuil. COBOKYMHO TakKUMU OOJE3HIMU
CTpazatoT ot 6 10 8% xuteneit 3emnu, 65% cnyyaeB NPUBOAST
K MHBAJIMJIHOCTH, a CIIMCOK 3THX 3a0071eBaHMii TOCTOSIHHO yBe-
nuuuBaercs [1].

Bonesnv Cmunna y e3pocnwix

Bonesnp Crunna, pas3suBLiasics y B3pocibix (BCPB), Gbuia
onucana baiierepcom B 1971 r. [2]. ABTOp onucan 14 B3poc-
JIBIX C CUMIITOMaMHM apTPUTa U CUCTEMHDBIMU MPOSIBIIEHUSIMH,
VIEHTUYHBIMU CUCTEMHOI pOopMe I0BEHMJIbHOTO pEeBMaTOM -
Horo aptpura (BCPB). B 1987 r. 6b1a onrcaHa Haubosnbluas
rpynna u3 228 6onbHbix [3]. BCPB oTHOCHTCS K rpymme op-
¢baHHbIX 3a00J1EBAHMIA.

1 xots Bnepable npusHaku BCPB by onucansl B 1987 .
KaK MposiBJIeHKs] peBMaTOMIHOTO apTpuTa [4], uHTepec K aTo-
My 3ab0JieBaHmMIO He ociabeBaeT. MHOKeCTBO MyOIMKaLHii 11o-
sBusiocb B 2010—-2017 rr. BCPB — penkoe 3aGoneBaHue, ero
pacrnpoctpaHeHHoCTb — oT 1,5 ciyvas Ha 100 Teic. no 1,5 cny-
yast Ha 1 MJIH B3pocabix [5, 6]. JKeHLyHbl 60N€IOT Tak e ua-
CTO, KaK MY)KUMHbI, WK HeckosbKo yaiie (60:40) [7]. BCPB
pasBuBaeTcs B t060M BO3pacTe, B T. Y. U y MOKMIBIX [8, 9].
IMpuunnbl Gosnesun HeusBecTHbl. VHTepec K 3aboneBaHMHIO
ornpenensieTcst pa3HooOpasueM, SIPKOCTbIO KJIMHUYECKO Kap-

THUHDI, TSKECTbIO NPOSIBJIEHUI M HEONHO3HAUHbIM NPOTHO30M,
a TaKxe, NO-BUAMMOMY, OTCYTCTBMEM €IMHOTO B3IJIs11a HA Te-
panuto BCPB.

Marorenea BCPB o6cysknaercs, XOTs OKa3aHO Hapylle-
Hue perynsuuu T-kieTok — npeobnananue oreera T-xennepos
(Th1 nan Th2). Uutokuuel Tuna Th1, Takve Kak ¢pakTop HeK-
posa onyxonu (PHO) o, unrepneiikunel (UJ1) -6, -8, -18 npe-
obnaznaioT B nepudepuyeckoii KpoBK M B 0OpasLiax TKaHeit
OOJIbHBIX C AKTUBHBIM HeJieueHHbIM 3abosesanuem [10]. Ilo-
KasaHa Koppenduust Mexay KOHLIEHTpaLuyeil MHTepJIeiK1Ha
(W) -6 u UJI-18, knrHMYeCcKOii aKTUBHOCTbIO 1 ypoBHeM C-
peaktuBHoro 6eska (CPB) [11]. O6cysknaercs KioueBast poJib
B passutun Bocnanenus WJI-18, unnyumpyrowero WJI-8,
®HOa.. Kpowme Toro, ¢ UJI-18 moryT GbITb CBsI3aHbl remnaro-
Tokcuueckue nposinenust BCPB [12]. UJI-1 oTBoasT BaskHy10
po7b B NPOSIBNIEHUsIX 60JIe3HHM, HAPACTAHUK KOJIMYECTBA Hefi-
TpodunoB B neprudepuieckoit KpOBHU, MHAYKLMH JIMXOPaAKU U
perynsuuu ypoHs pepputrna [13]. Posb BoBneuenus B-ke-
TOK B naroreHe3 bCPB noaTsep:kaaeTcst r’MCTONOrMYECKUMH U
MMMYHOTMCTOXMMUYECKUMH pe3yJibTaTaMHU MHCCIeJOBaHUS
OuonTaTtoB nMMdaTHUECKHX Y37I0B. YCTAHOBJIEHO, YTO MOMMMO
NpOAYKLMM aHTUTeN B-KeTku [eiCTBYIOT KaK aHTUreH-Tpe-
3eHTUpYIOLLME KIeTKH, akTMBUPYs T-kneTku. HenaBHo UM cTa-

Ta6Aanua 1. KAMHnyeckue sapuaHTtsl BCPB

Knunanueckuii

papmant ECPB CumnToMbI Tporxos

Camoorpa- 6

MBS~ Jluxopazxa, cblinb, BonblunHCTBO GONIbHBIX NOCTH-

csi/moHOUK- | CPTAHOMErainus, ce- | raioT peMMCCHM B TedeHme 1 ro-

ntas [9] PO3UTHI na. [TporxHos GnaronpusITHbII

TR — BosBpartHas nmxo- [lonnast pemuccust Mexxay anm30-

C'l!:;SIF}HOJII/ILII/IK- pajika € CyCTaBHbIM | [JaMHU, KOTOpbIe UMEIOT TeHJeH-

sanasi [15] CHHZIPOMOM MM 6€3 | LIMIO K YPEKEHHIO 1 MeHbLielt
Hero BbIPAKEHHOCTH, YeM HauasibHble

MoskeT HabI0aTbCSI AECTPYK-

[IpeumyiecTseHHO 6

Xponuueckast 111l CYCTaBOB, HEOOXOMIMMO XH-

CyCTaBHbI€ CUMIITO-

cycraBHas [9] M1

PyPri4YecKoe BMeILaTesbCTBO.
[TporHo3 He6GnaronpusTHbIi
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JI1 OTBOZUTD POJIb B PErYNISLMM CUHTE3a IPOBOCHAIUTEIbHBIX
LMTOKKHOB [14].

Juarnoctuka BCPB BbisbiBaeT cyliecTBeHHble TPYAHOCTH
BBHIY pa3HOo00pa3usi CMMNTOMATHKK. OMKCIBAIOT NALEHTOB
7160 peTpoCrneKTMBHO, MO0 Hapsiay C MaLueHTaMH, KOTopble
HabmozatoTcs npocnektrBHO. Tak, J. Pouchot et al. [15] npen-
CTaBWJIM MALMEHTOB, HabMoaaBLIKMXcs ¢ siHBapst 1973 no ze-
kabpb 1985 r. lnarHo3 BCPB GasupoBaics Ha KpuUTepusix
Kpucru (Christy) [16] u Mencrepa (Medsger) [17]. BonbHble
TOJBKHBI ObUTM MMETb BbICOKYIO JMxopaznky (>39°C), aprpan-
TMU UK apTPUT, TUTP aHTUTeN K peBMaToOUAHOMY (aKTopy
(Pd) He 6onee 1:80 u antnnykneapHomy ¢akropy (AHA) ne
6onee 1:100 1 2 u3 crenylOLIMX MPU3HAKOB: JIEHKOLUTO3
(>15000/MM ), npexonsiiyo MaKyJsIpHYO WM MakyJsonany-
JISIPHYIO Cblllb, CEPO3UT (IVIEBPUT UJIM TNEePUKAPIMT), rernaTo-
MeraJiio, CrjieHOMeraanio Ujn reHepalu30BaHHY0 JTUMPO-
aJleHONaTHIO. Y MHOTUX MALMEHTOB BO3HUKAET COCTOSIHME, 110-
106HOe CenTUYeCKOMy, HO PU OTPULIATENbHBIX MOCEBAX KPO-
BU Y TNIPU OTCYTCTBUM 9P (PEKTUBHOCTU KAKUX-TIMOO aHTMONO-
THKOB. Heo6X01MMO MCKITIOU€eH e IPYTUX COCTOSIHMIA: BUPYC-
HbIX 32060JI€BaHMi1, CUCTEMHBIX peBMaTHUeCK1X 3a00J1eBaHHit
(HampuMmep, 1epMaTOMUO3UT), 37I0Ka4€CTBEHHbIX FeMaTOoJI0r -
4ecKMX HOBOOOpa30BaHMii. B Hallleil K1HMKe Jleunsiach naum-
eHTKa, MMeBLasl Ha MpeJLIeCcTBYOLMX 3Tanax rocrnuranmsa-
Uit 8 pa3nMuHbIX JUArHO30B, BKIJIIOYAsl TAKHe 9K30THUECKHE
a5t MockBbl, Kak nmxopanka CkanmcTbix rop 1 imxopazka Q.
B Hacrosiiiee BpeMsl LIMPOKO M3BECTHbI AMArHOCTUYECKUe
kputepun M. Yamaguchi [18] u A.L. Reginato [19]. U, xoTs1
kpurepun M. Yamaguchi (1992 r.) B HacTosiLee Bpemst yaiie
PEKOMEHJIYIOT JUIs AMAarHOCTHKM 3a0071eBaHMsl, PENCTaBIIseT-
cs1 6omnbLunM ynobcrso kputepues A.L. Reginato, onmcbiBato-
LIMX KJIMHMYEeCKWe NposiBiieHus 3aboneBanus. JlnarHoctuye-
CKMe KpUTepuu mpezcTasieHbl B Tabmuue 1. Gaktnyecku au-
arHOCTHYECKHe KPUTEPHH OTHCHIBAIOT CUMITTOMbI 00J1€3HH, HE
103BOJIs1s1 6€3 MCKIIIOUeHHs! albTepHATUBHbIX 3a0071eBaHMit A1-
arHoctupoBaTb BCPB. TeM He MeHee crienyeT OpUeHTHPOBaThb-
cs M Ha nabopatopHble MPU3HAKKU: 3HAUMMOe YBelUYeHHe
yPOBHsI cbiBOpOTOUHOrO pepputHa (>1000 Hr/mi), IMKOH-

Ta6Anua 2. HacToTa KAMHMYECKUX nposiBAeHnin 6CPB
B PO3AMYHBIX FPYNNAx, %

TposiBnenus 62 Gonbubix [9] | 221 GonbHoii [2] iigo({z’)_
JKeH1wuHbI 28 45% 117 53% 48
Boapact aeGiora 50 81 128 75 79
Aprpanrun 62 100 220 100 100
ApTput 58 94 191 94 90
Jiuxopanka >39°C 62 100 196 96 100

>39,5°C 54 87 - - 50
CHukenue Beca >10% | 41/54 76 49 36 92
Cbinb 6e3 3yna 54 87 194 89 80
Bonb B ropne 57 92 107 56 67
Muanrus 52 84 - - 56
JlnmdoaneHonatus 46 74 121 60 78
lenaTomeranust 27 44 81 41 56
CruieHomeranus 34 55 104 51 50
[Inesput 33 53 46 23 39
[epukapaut 23 37 52 27 25
[THEBMOHUT 17 27 21 12 20
Bonb B )xuBOTE 30 48 21 12 25

3upoBaHHoro ¢pepputHa (>20% HOpMabHO! KOHLIEHTPALIMHN )
B COYETAHNH C 7aO0OPaTOPHOI1 aKTUBHOCTBIO, HEATPOPHIIbHBIM
nefikounTo3oM, yennuenreM yposHst AJIT u ACT, cHuxeHrem
YPOBHsI CBIBOPOTOUYHOTO a/ibOYMKHA, yMEePEHHOI HOPMOXPOM-
HOW aHeMuell, TPOMOOLIMTO30M.

Pasnnunble uccnenosarenu [20—25] BbENSIOT Cenyto-
11e BapuaHTbl Teuenust bCPB:

— 9MU30AMYECKHe CHCTEMHbIE aTakM C apTPUTOM Uiu 6e3
Hero;

— 5MMU301YECKUIl OJIMTOAPTUKYIISIPHbI apTPUT;

— nepopMUpYIOLINIT XPOHUUYECKHUIT apTPUT, TPeOyIOLLIHit
XMpYPruueckoro BMelLaTeabCTBA W AJIMTENbHOI aHTMBOCHA-
JIMTEJIbHOM Tepanuu.

B Hacrosiiee Bpemsi, KpoMe TOTO, vallle BbIAENSIOT TPU
KJIMHUYeCKHUX BapuaHTa TeueHns BCPB, kaskaplit 3 KOTOPbIX
Habonaercst npumepHo y 1/3 6onbubIx [15, 26, 27]. Knuuu-
yeckue BapuaHThl TeueHnst BCPB npencrasnensl B tabnuue 1.

Hecmotpst Ha Takoe Gyato Obl BecbMa GiaronpusiTHoe
TeueHue 3a0071eBaHMs], B GOJIBLLIMHCTBE CIIy4YaeB ero Mpu auar-
HOCTHKe MO-NPeXXHEMY OTHOCSIT K IpyIe JJIMTeNbHbIX JIMX0-
PanoK HesCHOrO MPOMCXOXKAEHHS], UTO, B CYLLUHOCTH, U OIpe-
aernsier 6oJbLIOe YMCTIO MyOIMKALMIA, NOSIBJISIOIMXCS B pas-
HbIX CTPaHax [0 HACTOSILLEr0 BpeMeHH! 1 OTpefiessIoLINX yueT
TaKMX MALMEHTOB B HALMOHAMbHBIX peructpax [7, 15, 28—-30].

Jl11s1 OLIeHKM TSKECTH NPOsiBIeHnit 3abonieBanus J. Pouchot
[15] 6bin npensnosken MHAeKC (cucTeMHblit cuet) oT 0 o 12,
rae 3a 1 6ann npuHMMaetcs oaHa U3 MaHudecrauuii 3a6oe-
BaHMSI: JIMXOPAZKa, Cblllb, IEBPUT, THEBMOHUT, NI€PUKAPINT,
rernaTomerasysl Wi MOBblILIEHHE NeYeHOYHbIX (YHKLMOHAIb-
HbIX TECTOB, CIJIEHOMerajus, TMMQpOoafeHOonaTHs, JIeHKOLUTO3
>15 000/mm, 6071b B ropiie, Muanrus 1 6oJib B kuBoTe. B Tab-
nuLe 2 NpencTaBiIeHa YacTOTa NPOsIBIEHUI 3a00eBaHus B
rpynne u3 62 6onbHbIx [9] B cpaBHeHuu ¢ 221 cinydaem [2] u
HalMMHM JaHHbIMU (38 GOJbHBIX).

Jleuenne bCPB nnuTenbHoe Bpemst NPOBOAMIIOCH CAULU-
JlaTaMu C Pa3BUTHEM PEMUCCHU NMPH MOBbILLIEHNH A03bl aCMu-
puna no 3,0 r/cyr [31]. B nocnenyolem ncrnonb3oBany MH-
nomertauuH B fo3e 100—200 mr/cyT [32], npumeHsiii nosiBUB-
1recs nosske ¢peHonpodeH, CymMHaak, HanpoKceH, Ho Gosee
T0JI0BMHBI OOJIBHBIX HYKAAMCh B IPUCOEANHEHHUH [TTFOKOKOP-
tkonnoB ('K) nyist konTpons nuxopaznky, a E.G. Bywaters pe-
KOMEH/IOBaJI UX Ha3HaueHue B no3e 1 mr/kr Beca [33].

B tepanuu BCPB nomumo HecTepouaHbIX NPOTHBOBOCHA-
nurtenbHbix npenaparos (HIBIT), 'K npumensiiu 6a3ucHbie
npoTuBOBOCHasUTeNbHble Npenapathl (BIBIT): meToTpekcar,
LMKJIOCHOPUH, [I-NMeHULMIIaMUH, COJM 30J10Ta, a3aTUONPHH,
nepnyHomuz [9, 34], umknopocpamun [21]. CornacHo cospe-
MeHHbIM npezcraBnenusm, BIIBIT HazHavaioTcst pu 6osne3Hu
Crunna cpasy ke npy NOCTaHOBKE JMarHo3a U OHOBPEMEHHO
c HasHauenreMm HIIBIT B TepaneBTueckux 103ax (MM HECKOJIb-
KO MpEeBbILIAOLLMX TepaneBTHUecKue) 17151 KyNMpOBaHMS JIMXO-
paznku, MPOosIBJIEHMI1 CYCTaBHOTO CMHZIPOMa Y CUCTEMHBIX IPO-
saBJeHnit 3a6onesanust [34—37]. Y naiyeHToB, He OTBEUAKOIINX
Ha tepanuto cunrerndeckumu BIIBIT (cBIIBIT) n 'K, ncnosns-
3YIOT FeHHO-HMHXeHepHble Gronoruyeckue npenapatsl (TUBIT).
O6OCHOBAaHHOCTb WX MPHMEHEHHs OIpernesseTcss BO3MOX-
HOCTBIO TOJIABJIEHHs] POBOCHAUTENbHBIX LIMTOKMHOB (DPHO,
WJ-1 n -6) [38—41]. Bbut nokasaH 1 NOATBEP>KAEH MOJIOXKHU-
TeNbHbII 3P PeKT TaHepLenTa, UH(IMKCMMa0a, aHaKMHPBL.
YcraHoBneHue ¢axra 6osee Bbicokoro yposHs MJ1-6 npu BCPB
B cpaBHeHn ¢ PA [11] nociyskunio ocHOBaHKeM A7is IpUMeHe-
HUS TOLIM3yMaba npy pedpakTepHbIX K Tepannn Gpopmax 3a-
OoneBanus [42—44]. [IpumeHeHne ToumaMayMada 10CTaTOUHO
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ObICTPO peanusyeT KIMHUYECKHIT U 1ab0paTOpHBIil 9PeKT B
TeueHue 1 Heql. nocse nepBoit uHPy3uu [43].

Hecmotpst Ha nporpecc MeMLMHDBI, 3HaHWE O KTMHUYECKUX
nposiBeHnsix BCPB 1 nosiBnexne 6oJblioro apceHana e-
KapCTBEHHbIX CPEJCTB, Teparnus 3a00JieBaHNsl OCTAETCsl CIOK-
Hoi1 3azaueit. [losiBUIMCH cOOOILEeHNst 00 yCrelHoM npruMe-
HeHun npy BCPB abarauenta y 60/bHBIX, He OTBEYABLUIMX HA
neuenue BIIBI1, nunru6uropamu ®HO 1 anakuHpoii [45]. Itot
¢daKT yKasblBaeT Ha BaXKHYIO POJib aKTUBaLMU T-KJeToK B ped-
PaKTepHbIX Cydyasx M Ha BO3MOXHOE HaJu4yne HEeCKOJbKUX
cyOTnnoB 607e3HH, C ueM CBsI3aHO GosbLIOe pa3HOOOpase ee
KJIMHUYeCKHUX BAPUaAHTOB.

BCPB onucana 6onee 45 ner Hasan, OAHAKO BO MHOTHX
CJly4asix M CErofiHsl BO3HMKAIOT JJUarHOCTUYECKUE TPYIAHOCTH
npu HaboieHNnH GOJIBHBIX C JIMXOPAAKOi1 HESICHOTO reHesa.

Hatir co6cTBeHHBIi OMbIT M03BOJIET 00CYsKAaTh Oosiee cy-
utectBeHHyto posb HIIBI B seuennn Gone3uu npy UCMosb3o-
BaHMM VX B TepaneBTHUYeCKUX (WM NpU NepeHOCHMOCTH — B
TpeBbILIAIOLINX TaKOBble) J03axX, B couetannu ¢ cbIIBIl y na-
LIMEHTOB, paHee He noiy4yasumx K. YV GonblMHCTBA TakKX
GOJIbHBIX, IMEBLUKMX K MOMEHTY [IOCTaHOBKHM MarHo3a BbICOKHIt
unnexc Pouchot, ynanock 10CTUrHYTH CTOIKO# peMUCCUM.

BpoocoenHble aymogocnanumenbHble CUHOPOMbI
Jluxopanka siBngercd MaHUQECTHbIM CUMITOMOM U ISl
TpYMIbl BPOXAEHHbIX ayTOBOCMAMTeNbHbIX CMHApoMOB (Hu-
man Autoinflammatory Disease (ABC/HAIDS)), TeueHne ko-
TOPbIX XapaKTepu3yeTcst epuoANUeCcKoii TMXOpanKoii B coye-
TaHUK C CHMIITOMAaMM CHCTEMHOTO BocraseHus.. Itu 3abore-
BaHM$1 OTHECEHb! K EPBUYHBIM UMMYHOAEQULIUTHBIM COCTOSI-
HUSIM, UMEIOT FeHeTHYEeCKoe MPOUCXOXAeHHe U NPU OTCYT-
CTBUM MPHU3HAKOB ayTOMMMYHHO! arpeccuu (OTCYTCTBYIOT
ayTOaHTHUTENA, ayTopeakTHBHble T-TMMQOLNTDI, MTUPOTeHbI)
TMPOSIBJISIIOTCS B T. 4. IMXOpanKkoii. K rpynne ayroBocnanureb-
HbIX 3a00JIEBaHMIT OTHOCSITCS CEMeliHasl Cpean3eMHOMOPCKast
nuxopaznka (FMF), nepuoanueckuii CHHIPOM, aCCOLIMMPOBAaH-
Hbli1 ¢ peLienrTopoM ¢akropa Hekposa onyxonu (TRAPS), ru-
nep-IgD-cungpom, cungpom Makn — Bennca (MWS) n ap.,
TpOSIBJISIOLLIMECS TOJIbKO B MJlafileH4ecKoM Bo3pacTe. B Halueit
CTpaHe 3acijlyra B OMHUCAHWMU ayTOBOCMAMUTE IbHbIX, KPUOMH-
PHMH-aCCOLMMPOBAHHBIX 3a00/1€BaHMi1 Y [eTeil MpUHALJIEXHUT
H.H. KysbmuHoit 1 ee cotpynnukam [46—48]. Cpenu Ha3BaH-
HbIX 32060J1€BaHMi1 NPUCYTCTBYIOT COCTOSIHUSI, CUMIITOMBI KO-
TOPBIX MO0 Pa3BMBAIOTCSl BIEpBble, JIMOO BBISBISIOTCS Y
B3pocrbiX. K BpOskAeHHbIM NMepruoguyecKUM JIMXOpafoYHbIM
CHHZAPOMAaM OTHOCSTCS: CeMeliHasl CpefiM3eMHOMOpPCKasl JIn-
Xopazika, runeprammariobynemus D v nepuonnueckuit -
XOpazfiouHblit cMHApPOM, a Takke TRAPS-cungpom. Bepyminit
MpU3HAK 3a00JIeBaHMIT — JIMXOPAJOYHBII CHUHAPOM, TPeOyio-
LUI UCKJIIOUEHUs Ha 9Tane BepuPpHKaLMK J1uarHosa MHpeK-
LIMOHHBIX, FeMaTOOHKOJIOTMYECKUX, PEBMaTUUYECKUX U JIPyrux
3abonesanuit. [Ipy ABC pa3BuBalOTCsl MbILLIEYHO-APTHUKYIISIP-
Hble MPOsIBJIEeHNs], pa3HOOOpa3Hble ChIMH, BOCMA/EH1e Cepo3-
HbIX 000JI0U€eK, OTMEYAOTCs BBICOKKE 1ab0paToOpHbIe MoKa3a-
TeJM aKTUBHOCTU BOCMHasieHusl (CKOPOCTb OCelaHusl 3pUTPO-
uunToB (COJ), neitkounTos, GprbpUHOreH, CbIBOPOTOUHBII aMHU-
soun A), aMHIONA03, OTCYTCTBYIOT aHTUTeJIa WM aKTUBU-
pytoTcst ayToHecneuuduueckue kinetku [46]. OCHOBHbIM Me-
JMaTOPOM BOCMajIeHusl SIBJISIETCS] MHTep/IeiKuH- 1.
Iepuonnueckas 6onesus (FMF) — camoe pacrpocTpaHeH-
HOe 3a001eBaHNe U3 UKCIIa aYTOBOCMATUTEIbHBIX CHHAPOMOB,
M3BECTHO C JJaBHUX BpeMeH. JTO NlepBOe ayTOBOCMAJIUTENIbHOE
3aboJeBaHue, 1151 KOTOPOro Obl OKAa3aH MOJIEKYJISIDHO-TeHe-

THueckuii nedext — mytauus B rede nupuna (MEFV) [47]. FMF
IJIMTENbHO CUMTANAch KJIaCCHUECKUM MEeHJIeNIeBCKUM 3aborie-
BaHMEM C ayTOCOMHO-PELIECCMBHBIM THIIOM HacjienoBaHus. B
HacTosilLiee BpeMst 0OHapyskeHo 6onee 50 MyTaLuii B reHe nu-
puHa, Harbosee pacnpOCTPAaHEHHbIMKU U3 KOTOPBIX SIBJISIIOTCSI
M694V, V726A, Heckonbko pexxe — M6801 [49, 50]. YactoTa
Bcrpeuaemoctyt FMF 1:1000 — 1:100000. Berpeuaertcst B onpe-
JieTIeHHbIX STHUYECKHMX IpyMIax, OTHOCSLMXCS K Haponam Cpe-
an3eMHOMOpcKoro GacceiiHa (eBpeu-cedapbl, apMsiHe, ce-
BepHble adprKaHLIbl, TYpKH, apadbl), HO MOKHO HANTH OMKca-
HUe ClydaeB 3a00JIeBaHKs Y eBpeeB-allikeHas|, IPEeKoB, pyc-
cKUX, Oosnrap, utanbsHues. [le6toT 3aboneBanus y 75—-89% o1-
HocuTcs K Bo3pacty Menee 20 niet [51, 52].

OcHOBHbI€E KIIMHNYECK1E NPOSIBTIEHNs] IEPUOINUECKOii 60-
ne3uu (FMF) BkitouatoT:

— anu3ozbl mxopaznku 10 40 °C 1 Bblle NPOJOJKUTEb-
HOCTb0 6—90 U ¢ BbIpa)KEHHBIM yXY/IILIEHNEM CAaMOUYYBCTBHS;

— MHTepBaJl MeXAy atakaMu — 3—4 He[,;

— acenTUYECKUil MEPUTOHUT — ocTpasi abJoMMHaNIbHas
601b (82-98%);

— IJIEBPUT — oCTpast 60J1b B rpyaHoii kietke (30%);

— nepukapaurt (<1%);

— apTPUT — 4allle MOHOAPTPUT KOJIEHHOIO CyCTaBa CO
3HAYUTEJIbHbIM BbINOTOM (75%);

— poskenomo6Hast Chilb HA FOJIEHSIX U CTOMAX WM reMOop-
paruveckye BbIChINAHNS;

— OTeK 1 60JIE3HEHHOCTb MOLLOHKH Y MOJIOZIBIX MY3KUHH.

Bo3mOkHO pasBuTHe renartocrnjaeHOMeraunu, 3aTsKHOMN
beOpuIbHOM MUANTHK, PA3IMYHBIX HAPYLUIEHUI CO CTOPOHBI
CEpZIeYHO-COCYANCTOM CUCTEMBI, Pa3HOOOPA3HBIX HEBPOJIOTH-
YeCKMX M NCHUXOHEBPOJIOrMYECKUX NposiBiieHuid. 13 penkux
TPOSIBJIEHNI1 OMMCAHbI OPXHUT, CEPO3HBIi1 MEHUHIUT. Y JKEHLLMH
MPUCTYTIbI 3200JIEBAHMS Uallle PAa3BUBAIOTCS BO BPEMST MECSIY-
HbIX. Bo BpeMms ataku 3a00sieBaHNsI OTMEUAIOTCsl NOBbILLEHNE
CO3, CPb, HeiiTpodubHbIit IEHKOLUTO3, yBeMUeH!e YPOBHS
¢$ubpuHOreHa, cbiBopoTouHoro amunonsa A (SAA), runepram-
Marso0yIMHeMusl, OTCYTCTBUE aHTUTeI. [10BblLLIEHHE ITHX 110-
Kasareneii y 2/3 nauueHToB Habmonaercs v BHe atak [51-53].
OCHOBHBIM OCJIO>KHEHHEM siByisieTcsl AA-aMuIouno3 C npe-
MMYILIECTBEHHBIM [OpPaskeHWeM MOoueK, HO BO3MOXHO Pa3BU-
THE aMUJION03a KeTyAOYHO-KUILIEYHOTO TPAKTA, MeYeHH, ce-
JIe3eHKH, OYeHb PeLIKO — CepLa, LUTOBUHON 5KeTe3bl, SIUeK.
Jlpyrum ocnosxHeHHeM siBsieTcst criaeuHas 6onesHb [51].

Ta6Aauua 3. AMArHOCTUYECKUN AATOPUTM NPU HOAU-
YU NEPUOAMNYECKON ANXOPAAKM (60)
[Ipusnak Kon
Hukorna — 0
Bosb B skuBOTE Wuoraa uim yacro
Bcerna — 3
Hukorna — 0
AdrosHoe nopaskkeHue Muorna unu uacro
Bcerna — 3
Bosb B rpyzHoil kneTke Her -0
Ectp — 1
Huxkorna — 0
Huapes WHorna wnn yacto
Bcerna — 3
CeMeiitnbiii Her -0
eMeiiHbIli aHaMHe3
Ectp - 1
Bvicokum puckom 015 Hanuyus 3a6oneganus ciumaemes ciem >1,32, Huz-
Kum —<1,32.
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JlnarHo3 CTaBUTCS Ha OCHOBAHWM COYETaHMS EPUOIUYECKU
TOBTOPSIFOLLMXCS], KaK PaBUJIO, Yepes OIpezieNieHHble TPOMEXKYT-
KM BpeMeHU JIMXOPaZIOUHbIX 3MU30[10B MPOJOJIKUTENIbHOCTBIO 10
3 cyT ¢ pa3nuuHbIMK 60JIEBBIMM CHHAPOMAaMH Y MALMEHTa Xapak-
TEPHO# STHUYECKOi MPUHATIEKHOCTU. J17151 IMarHOCTHUKM UCTIONb-
3ytoT kputepru Tenb — Xalomepa B MOMyJSILMSIX C BbICOKOH ya-
CTOTON BCTPEYaeMOCTH 3a007IeBaHMsI M MOJIEKYTISIPHO-TEHeTHYe-
CKOe TUMMPOBaHHe XapaKTepHbIX MyTaumii rena MEFV.

OCHOBOI1 JleueHusl, M3MeHMBLLEro nporHo3 6ombHbx FMF,
SIBJISIETCS] KOJIXMLIMH B 103€ MaKCMMalbHO 2 Mr/cyT. B kaue-
CTBe CUMIITOMAaTH4€eCKOIi Tepanu1u BO BpeMsl aTaK UCMOJIb3YIOT
HIBIT [52]. Y KONXULMH-PE3UCTEHTHDIX OOJIbHBIX 7151 JIEUEHUS
HasHayatoT Tepanuio I'MBII, 61okupyowmmMy GpyHkumm IL-1
(anakunpa), u TNF-a (mHpnmkcuMab).

[Neproauueckuit CHHAPOM, aCCOLMUPOBAHHDII C MyTaLl-
eii rena peuenropa TNF (TNF-receptor-associated syndrome
(TRAPS)) oniican B 1982 r. Ha mpuMepe 60JIbLIOM UPIAHICKOA
cembu [54]. B HacTosiee BpeMst U3BECTHO, UTO 3TOT CUHAPOM
pacrpocTpaHeH NoBceMecTHO. 3aboJieBaHie UMEET ayTOCOM-
HO-JIOMWUHAHTHDI} TUIT HACTIEIOBaHKS, CBA3aHHbIN C MyTaLMei
rena TNFRSEF1A, pacnonoskeHHOro Ha KOpOTKOM Miede 12-ii
napbl xpomocoM, koaupymwoulero peuentop ®HO [ Tuna
(55 klla) nns TNF [55]. Araku npu aTom 3ab6oneBaHnu 06-
YCJIOBJIEHbI 3HAUUTEJIbHBIM CHMKEHHEM YPOBHS paCTBOPUMOiA
¢dpaxumu ®HO1, urpatotieit posb noByuiky 11 GHO.

JleGroT 3aboneBaHKsl NPUXOAMTCS Ha BO3pacT 2 Hel. —
53 rona (B cpenHeM — 3 roza). [IponomskUTeNbHOCTb aTaku —
5—6 Hep., cyyan KOPOTKHUX MHTepBaoB — 2—3 AHs (B cpen-
HeM — 21 1ieHb), XOTSI BO3MOXKHbI BApUALIMK B LIMPOKUX Mpe-
nenax. Crpecc, NoBbllIeHHOe (PU3UIECKOe MIIM IMOLMOHAIIb-
HO€ HarnpsikeHue YacTo SBJISOTCS NPOBOLMPYIOMMU (aKTo-
paMM aKTUBaLMMU.

Knunnueckne nposisnennst TRAPS Bkitouaror:

* Onusonbl GeOpUIbHOI  JIMXOPAIKK  MPOJOJIKUTEb-
HocTbiO 1-4 Hen., 2—3 anu304a B roJ,.

* lHTeHCHBHBIE MMaNruy, 6OJIE3HEHHOCTb MBILIL MPU
nanbnauuu (noutu 100%).

* BonesHeHHble BbICHINAHKS HA TYJIOBHLIE ¥ KOHEUHOCTSX
C TeHAeHLMel K AucTanbHoi murpaunu (>60%). Coinb npen-
CTaBJIeHa 9PUTEMON M OTEUHbIMH OJISILLIKAMML.

* IHTeHCHBHYI0 abOMUHaNIbHAYIO 60J1b, HAMOMMHAIOLLYIO
«OCTpBbIii KMBOT», MHOTZA KaK OCHOBAaHUE IJISl 1anapOTOMMM.
MoskeT conpoBOXAATLCS 3aOPOM WM iMapeeii, TOLIHOTOM,
PBOTOIA.

* KOHBIOHKTMBHT, CONPOBOXAAIOLMICS CHIbHOI 60JIbIO,
OZJHOCTOPOHHUI MepropOUTATIbHbIIl OTEK, BO3HUKAIOLLHI BO
BpeMsl PUCTYIa, PefiKo — YBEUT, UPUT.

* bonb B rpynn (50%), acentuueckuit naeBput. [lnesput
Gornee creurduyeH, UeM NEPUTOHUT.

* ApTpanrny B KpynHbIX CyCTaBax, peko — apTPUT (aCUM-
MEeTPUYHbI 1 MOHOOJIUTOAPTPUT KPYIHBIX CYCTaBOB), TEHAMHH-
Tbl (KpaiiHe pelko).

* Bosib B 0671aCTH MOLLIOHKH.

* [0J10BHY0 60JIb.

JlaGopaTopHble npu3Haky BKovaroT noseiienne COJ,
noBelleHre ypoBHst CPB, ¢pubpuHoreHa Bo BpeMs NpucTyma.
Bne npucryna, kak MpaBuio, aHalIU3bl B HOPME, XOTS Y YacTh
MaLyMeHTOB BO3MOXHO HaJIM4Me MOBbILIEHHbIX 0CTPO(a30BbIX
nokasaresieil. XapakTepHbl HEATPOMUIIbHBIN JIEKOLIMTO3, T1-
MOXPOMHasl aHeMMUsl, CULEPOIIeHHs], TunepraMMarioOymHe-
must A, M, G. BosamO>kHbI penyLMpoBaHHble GOPMbI TPAKTHYE-
cku 6e3 nuxopaznku. Crenyer obpariatb BHUIMaH1e Ha CeMeii-
Hblif aHaMHe3, Halu4yKe aMUI0Uz03a.

Tak Kak JMXopazka MOXeT ObITb €AMHCTBEHHbIM MPHU3HA-
KoM 3a60J1eBaHMsl, 00s13aTeNIbHO MOJIEKYJISIPHO-TeHETUYEeCKOe
noxTeepskaenue. Camoe rposHoe ocnoxknenne TRAPS — pas-
BUTHE AA-ammonnosa (25%), YTo MPUBOAMT K NIOYEUHOH UITH
MeYeHOUHOM HEeIOCTATOYHOCTU U rHOeny MmauueHTos [56]. V
6onbHbIx noseitatorcs COJ, CPB, pubpunoreH, peppuTuH,
pa3BUBAIOTCS HEUTPOQUIBHBINA JIENKOLUTO3, TPOMOOLUTO3,
aHemMs. TUNMYHBIM 71aGOPAaTOPHBIM CHMITOMOM SIBJISIETCS
cHuskeHue ypoBHeit pp®HO 55 k/la Huxe 1 Hr/mi.

Mpucrynmbl  kymupytor 'K B BbicOKMX Jno3ax (6Gonee
20 mr/cyT), BO3MOKHa BTOpHUHasi HeapdekTuBHOCTb ['K, Tpe-
OyroLuast acKanaLuy f0o3bl. B nerkux ciyuasx Moryt ObiTh 9¢-
¢dextuBHbl HIIBIL. [Ipumenenne metoTpekcara, a3aTMONpHUHA
okasasnochb 6e3pe3ynbratHeiM [55]. [TosiBastoTest coobLeHnst o
BbICOKO#1 3 PeKTUBHOCTH MHrHOUTOpa WJI-1 aHaKMHpBbI, UTO
SIBJISIeTCS apryMeHTOM B 1nos1b3y posu UJI-1 B renese 3a6ore-
Bauus [56, 57]. Vimetorcs nantble 06 93¢ PeKTUBHOCTH aHTH-
TNF — sTaHepuenTa, KOTOpbIit ObICTPO OOPBIBAET MPUCTYTI U
MPUBOJUT K JUTUTENIbHOI peMuccuu [58].

M. Gattorno et al. [60] npemioskumM AMarHoCTUYECKHii aJro-
PUTM JIJ151 ALIMEHTOB C NEPUOAVYECKON JIMXOPAaAKOi Mocye 1uc-
KJIIOUEHUS] IPYTUX ee NPUuMH. KN1MHUKO-IMarHoCTUYeCKuii anro-
PUTM OCHOBaH Ha BenMumHe cueta lacnunm (Gaslini score). Jlns
pacyeTa “cnonb3yloT crenyowyo popmyny: 0,067 x Bospact B
mecsiax + 1,494 x 6071b B skuBote — 1,504 x adTosHOe nopaske-
HUe CIM3UCTON 000710ukM + 1,958 x Gonb B rpynHO KieTke +
0,901 x guapes + 1,503 x cemeiiHbli1 aHaMHe3. VICNONb3yIOT KO-
bl (Tabi. 3) ¢ 06s13aTENbHBIM FEHETUUECKUM TUITMPOBAHMEM.

3aknoueHue

[po6rema AMarHOCTUKM JUTUTENBHON JIMXOPAZKH MO-TIPek-
HeMy OCTaeTcsl CJIOKHOM. [1py TPYOHOCTSX B TOCTaHOBKe Jiuar-
HO3a CjleflyeT MOMHHUTD O CYLLeCTBOBAaHMM OpdaHHbIX 3a6071e-
BaHMI1, MMEIOLLMX sSPKUe MPOSIBIIEHNsI ¥ HepeaKo Hebnaronpu-
sITHBII porHo3. CoBpemeHHas Tepanus, B T. 4. ['VIBI1, nomoraer
TMOJIHOCTbIO YCTPAHNTDb NPOSIBIIEHMs 3a0071eBaHMIA, paHee CuM-
TaBILUMXCsl HEKypabesbHbIMU, BEYLIMMK K UHBATUAM3aLMK 1
Jaxxe rubeny nauueHToB. [paBuibHast JUarHOCTHKA U BbIOOP
aJlekBaTHON Teparnuu MO3BOJISIT Y/YULIMTD KaueCTBO KU3HM 3THX
NaLMeHToB, U36ekaTb HEOOOCHOBAHHOTO Ha3HAUeHHs! OpOro-
CTOSILLMX M MHBA3MBHbIX MPOLIEAYP Y MHOTHMX OOJIbHBIX.
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