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OIIbIT AMATHOCTUKU U AEYEHUS CMHAPOMA ITETPEHA
Y AETEN

OT'BHY «HayuHo-nCCAEAOBATEABCKUY HHCTUTYT peBMaToAorud uM. B.A. HacoHoBo», AaB0opaTopust peBMaTHIeCKUX
3a00AeBaHUM AETCKOTO Bo3pacTa, Mocksa, PO

Cungpom Illerpena (CIII) — peakas maToorus y B3POCJIBIX, KOTOPAas B Ka3yHCTHYECKUX CIyUasX
BBISIBJIAETCS y JeTeil, B CBS3M C Ye€M NPAKTUYECKU HET JAHHBIX 00 0COOEHHOCTAX KIMHUYIECKOM
KapPTUHBI, TEYEHUS U JUATHOCTHKYU 3TOH HO30JI0TMU B AeTCKOM Bo3pacrte. Iless ucciaemoBanms: Ha
OCHOBAHMM OIEHKHU AeMorpa)muecKux TAaHHBIX, KIUMHUYECKUX IPOABJIECHUN M Pe3yIbTaTOB Jalo-

PATOPHO-UHCTPYMEHTAJIBHOTO O0CJIENOBAHUS IMAIUEHTOB JETCKOr0 BO3PacTa € IMOATBEPIKIEHHBIM
CIII BpIssBUTH HaubOJEe XapaKTepPHbIe 0COOEHHOCTH TAaHHON MATOJOTMH NPH IOBEHUJIHLHOM Je0roTe
¥ IPOAHAIN3UPOBATH 00'HEM IPOBOIUMON Tepanuu. MaTrepuabl 1 METOIbI MCCIETOBAHUA: B PETPO-
cnekTuBHOE uccaenoBanue BKaAwueHbl 30 nmanuentos ¢ CIII. Pesyabrarer: y 4 manuentos (13,3%)
Bepudumuposas nepsuuHsiii CIII, y ocranpupix CIII kpamudunupoBaH KaKk BTOPUYHBINH B paMKax
apyroro peBmarumueckoro 3aGoneBanusa (P3). Meguana Bospacra medtora P3 cocraBuia 10,4 jer
(7; 13,75). Meanana maureabHOCTH 0oJie3HM Ha MoMmeHT moarBeps:kaenusa CII — 3 roma (0,85; 4,4
aet). IloBTopHBIE 3MU30BI MAPOTUTA ObLIN y 8 manueHTOB. FI301MpPOBaHHOE TIOPaKeHHNE CIIOHHBIX
S JKejie3 BBIABJIEHO y 24 NMAIMEeHTOB, COUETAHHOE C IOPa’KeHHeM CJIE3HBIX Kejle3 — y 6 mamueHToB.
Cyxoii CHHAPOM THATHOCTHUPOBaH y 8 manueHToB. Bee mamueHTHI MMeN BHEMKEJIEe3UCThIe IIPOsIBJIe-
HHUSA PS, Yamnie BCEero BBIABJIAJNCHh KOHCTUTYUMOHAJBbHbIC HAPYUIeHUd, cyc'ralmoﬁ CHHAPOM, JIHUM-
danenonarusa, nopaskenue Koxu. HanGosiee pacnpocTpaHeHHBIM COYE€TAHMEM MMMYHOJOTHYECKHUX
HapyUIeHU# OBIJI0 HAJNMuue aHTHHYKJIeapHOro ¢aktopa, P® u antu-Ro anturen. O6semM Tepanuu
mox0MpaTy MHANBUAYAJIFHO B 3aBMCHMOCTH OT BeAyIIUX NMPOSABJEHHH M aKTUBHOCTH P3 ¢ HEo6xo-
JMMOCTHI0 HAa3HAUYEHUHA IeHHO-UHKEHEPHOro OMOJIOrHuecKoro mpemapara y 66,7% maunueHToB, B
KadecTBe mpenapartos BeiGopa ¢ yueroMm CIII mpenmoureHune 6b110 OTIAHO PUTYKCHMAa0y U aGaTaiern-
Ty. 3akaiouenue: panaee BoigBieHne CIII npu P3 y mereii saBasieTca KpaiiHe BasKHBIM [JISI OIpee-
JIeHUS TePaleBTUYECKOIl TAKTHKH, 0COOEHHO BHIOGOPA T€HHO-MHIKEHEPHOIl 0M0JIOTHUEeCKOl Tepamuu
M oneHKHu nporuo3a. ¥ gereit CIII gaurenpHO He UMeeT cenmu(pUIeCKNX KIMHNYECKUX MPOABICHUI.
T'unepraMmarao0yJInHeMusi, MOJOKUTEIbHBIH P® mpu HecTOKOM XapaKTepe apTPUTa, HECIell-
npuIecKue NPOSIBICHUA KOJKHOTO CHHAPOMA, PeIUIUBUPYIOINI IAPOTUT JOJIKHBI HACTOPAKUBATH
Bpaueii B iiiane passutus CIIIL.

Knrouesvie cnosa: cundpom Illezpena y demeil, peyudusupyrowuil HeUHPEeKYUOHHbLIL napomum, cua-
ao0zpaqpus, cyxoil cuHOpoMm.
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Sjogren syndrome (SS) is a rare pathology in adults, which is detected in children in casuistic cases,
and therefore there is almost no data on peculiarities of clinical picture, course and diagnostics
of this nosology in childhood. Objective of the research: basing on evaluation of demographic
data, clinical manifestations and results of laboratory and instrumental examination of pediatric
patients with confirmed SS, to identify the most characteristic features of this pathology in
juvenile debut and to analyze the therapy amount. Materials and methods: 30 patients with SS
were included in a retrospective study. Results: in 4 patients (13,3% ) SS was verified, in the other
SS was qualified as secondary within another rheumatic disease (RD). The median RD debut age
was 10,4 years (7; 13,75). Median disease duration at the time of SS confirmation was 3 years (0,85;
4,4 years). 8 patients had repeated episodes of parotitis. An isolated salivary glands lesion was
in 24 patients, combined with lacrimal glands lesion in 6 patients. Dry syndrome was diagnosed
in 8 patients. All patients had non-glandular RD manifestations, most often constitutional
disorders, articular syndrome, lymphadenopathy, and skin lesions. The most common combination
of immunological disorders was ANF, RF, and anti-Ro antibodies. The amount of therapy was
selected individually depending on leading manifestations and RD activity with the need of
genetically engineered biological preparations (GEBP) in 66,7% of patients; medicines of choice
considering SS were rituximab and abatacept. Conclusion: early detection of SS with RD in
children is extremely important for determining therapeutic tactics, especially the selection of
genetic engineering biological therapy and prognostic evaluation. In children SS has no specific
clinical manifestations for a long time. Hypergammaglobulinemia, positive RF with the unstable
nature of arthritis, nonspecific manifestations of skin syndrome, recurrent parotitis should warn
doctors about possible SS development.

Keywords: Sjogren syndrome in children, recurrent non-infectious parotitis, sialography, dry
syndrome.
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Cunnpom Ilerpena (CIII) — xpoHMYeCcKoOe ayTo-
UMMYHHOe 3a00JieBaHre, KOTOPOe Yallle BCero aua-
THOCTUPYeTCcA y KeHIuH crapiie 40 jer u umeer
MIMPOKUI CHEKTP KJIUHUYECKHX IIPOABJIEHUN,
BapbUPYIOIIUN OT JIOKAJbHOW CHUMITOMATHUKU B
00/1aCTH 9K30KPUHHBIX sKeJied [0 CUCTeMHBIX IIPO-
SBJIEHUY, BKJIIOYAIOIIUX MMOPaKeHre KOXKHU, CycTa-
BOB, BHYTPEHHUX OPraHOB, HEPBHO! CHUCTEMHI,
reMaToJIOTHUECKUEe U UMMYHOJOIMYecKue HapyIie-
Hua [1-3]. Busurnas kaprouxka CIII — mopaxke-
HUe CJIOHHBIX U CJEe3HBIX JKeje3 ¢ ()OPMUPOBAHU-
eM XapaKTepHOW TpHajabl, BKJIIOUAIIIEH Kcepo-
CTOMUIO, KCEePOPTAIbMUIO0 M HAJIUYNE PASJIUUHBIX
ayroanturen [1, 2]. CHUKeHNe TPOAYKIIUN CIIOHBI
U u3MeHeHHe ee (PUBUKO-XMMHUECKHX CBOMCTB
BBISHIBAIOT IIPOrPECCUPOBAHTE Kapueca, PeIluInBhI
CTOMATHUTA U KaHAU03a CIUSUCTHIX 000JI0UEK, UTO
BHOCHUT JOIIOJHUTEJIbHBINA BKJIAJL B CHUYKEHUE Kaue-
cTBa kusHu mnanueHTta [4]. OcoOyio OTBeTCTBEH-
HOCTh Ha Bpaua-Ieguarpa, OCYIIeCTBJSIONIEero qua-
THOCTHUKY U BBIOOD TepameBTUUECKON TAKTUKU Y
MaINeHTOB JeTCKOr0 BO3pacTa ¢ MaJoMaHU(EeCTHbI-
mu nposasiaeHuamu CIII, makaansiBaeT 0eCCIIOPHBIN
(haxT 0 MOBBIIIIEHHOM PUCKEe PAa3BUTHUSA HEOILIa3Uii,
ocobeHHO JuM@oIpoandepaTuBHBIX 3a00JeBaHUN
opu CIII [1, 3]. 3aboneBaHUEe MMeeT BBIPAKEHHYIO
TeHJEePHYI0 3aBHCHUMOCTDH, COOTHOIIIEHUE KEHIIUH
u my:KumH Bapbupyet ot 20:1 mo 9:1 [3, 5], cpexn-
HUI BO3pACT Haudaja dYalle BCEro COOTBETCTBYET
BodpacTHOMY mHTepBasy or 30 mo 50 jer [6]. CIII
pPenIKo BCTpedyaeTcs y OeTeil; KaK IpaBWJIO, UMe-
IOTCA ONUCAHUS OTAEJbHBLIX CIYyYaeB WJIU CEePUU
HaOJIIONe Ui, ITOCBAINEHHBIX B OCHOBHOM II€PBUY-
"Homy CIII (6osesnu Illerpena) [3, 7, 8]. BospacT
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HAa MOMEHT BepuUKalUu [UArHO3a, 10 JaHHBIM
OOJIBIIIMHCTBA MCCJefoBaTe ieil, Koaebdaeres oT 4 1o
16 net (cpexuuit Bospact 9,84 rozma), COOTHOIIIEHUE
IIeBOUYEK W MaJbuMKOB cocrasisaeT 5:1 [9]. Ham He
yAajioch HAliTH B NOCTYIIHOI JIUTEpPaType CBeJeHUN
0 pacmpocTpaHeHHOCTH W 3aboieBaemoctu CIII y
Ierei, 3a uckaouenueMm nyboaukanuu M. Tomiita u
COaBT., KOTOPBIE YKa3bkIBAIOT, UYTO B SImoHuM] 3a60.Ie-
BaemocThb CIII cocrasiser 0,04 Ha 100 TbIC JeTCKOTO
"Hacenenusa [10]. B mociaenHee BpeMs, MO0 MHEHUIO
pPAIa aBTOPOB, CTAHOBUTCS OUEBUIHBIM HapacTaHue
yactorbl CIII B mengmarpuyeckoii mpaktuke [3, 6],
YTO B COUETAHUU C OTCYTCTBUEM YCTAHOBJIEHHBIX
OIUATHOCTUYECKUX KPUTEPUeB A JUATHOCTUKU
CIII B monyiAIIY AeTeli 1 IIOAPOCTKOB 1 CBEeIeHMU -
mu o0 ToM, uTo CIII ¢ ;JoBeHUIBLHBIM 1e0I0TOM OTJINYa-
eTcsl 10 KJIMHUUYECKON KapTuHe M MMMYHOJIOTHYe-
CKUM IIPOSBJIEHUAM OT aHAJOTMYHOTO 3a00JIeBaHU
y B3pocabix [3, 6], cBumeTesbCcTBYeT 00 aKTyasb-
HOCTHU M3YUYeHUs NJAaHHOU HmaToJIoTuu. B HacrodIem
WCCJIeJOBAHUY, OCHOBBLIBASACH HA HAIIIEM OIIBITE II0
nmuarHoctuke u jgeuenuto CIII y mereii, MBI IIOIBI-
TAJNCh BBIAEJIUTH OCOOEHHOCTU KJIMHUYECKON Kap-
TUHBI U JJa00OPATOPHBIX N3MEHEHU, IT03BOJIAIOIINE
szamomo3puTh CIII, 1 0600111IM OITBIT PeIepaTbHOT0
IeHTPAa II0 JIeUeHU IO MOJ00HbBIX 00JbHBIX.

Ilenp umcciemoBaHWs: HAa OCHOBAHUU OIEHKU
geMorpauuecKUX MAaHHBIX, KJINHUYECKUX IIPO-
ABJIEHU W Pe3yJbTAaTOB Jab0pPaTOPHO-UHCTPYMEH-
TAJIBHOI'O0 00CJIeIOBAHUS IMAI[MeHTOB JeTCKOIr'0 BO3-
pacra ¢ moarBep:kaAeHHBIM CIII BBIIBUTL Hambojee
XapaKTepHbIe 0COOEHHOCTH 3TOT0 3a00JeBaHUs IIPU
I0OBEHUJILHOM Ae0I0Te M IIPOaHaJM3UPOBATh 00HEM
TIPOBOAUMOM TepaIIuu.
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Tabruua 1

Poccuiickue nuarnocruuyeckue kpurepuu cuaapoma (6oaesnu) Illlerpena (2001)*

CuMIITOMBI

MeToa IMATHOCTHKH

I. Cyxoii kepato-
KOH'BIOHKTUBUT

1) Cumkenue ciesoBbigenenus mo Tecty Illupmepa <10 MM 3a 5 MuH;
2) oKkpaIlnBaHue SIUTEJIUA POTOBUIBI/ KOHBIOHKTUBEI (himroopeciiensoM (I-11IT ct.);
3) cHUIKeHUe BpeMeHU pPa3pbiBa IPeKopHeaTbHO ciesHoii maeHKu <10 ¢

II. ITapeEXMAaTO3HBIHI
cuaJlaJeHUuT

1) CuasomeTpus CTUMyJIUPOBaHHAA <2,5 MJ 3a 5 MUH;

2) cuasorpadus — o0HaApYKeHue moyocTeir >1 MMm;

3) ouaroBo-guddysHas TuMGOrUCTUOUTAPHAA NHPUIBTPAIIUA B OHMOIITaATaAX
MaJIBIX CTIOHHBIX skese3 ( =2 GoKycoB™* B 4 MM2)

IT1. JIabopaTopHble IPU3HAKY

1) ITonosxkurensusiit P® nan
2) IOJIOKUTETBbHBIN aHTUHYKJIeapPHbIN (haKTOp MIn
3) manuune aHTu-SS A/Ro u (nnu) autu-SS B/La aHTUAqepHBIX aHTUTET

*Muarnos 6one3nu Illerpena (mepsuunsbiii CIIT) MosxeT ObITH OCTaBJIeH TP Hanmmyuu Kputepues I u I u He MeHee 0JHOTO IPU3HAKA U3
III kpuTepus, MPY UCKJIIOUEHNN APYTUX ayTOUMMYHHBIX 3a0oseBanuii. CIII MosKeT GBITH IIOCTABJIEH IIPYU HAJIUYUY YeTKO BePUPUIIPO-
BAHHOT'O PEBMATUYECKOT0 3a00JIeBAHNUSA U OJJHOTO U3 IEPBBIX ABYX KpUTepues. **PoKyc — cKomaenue He MeHee 50 TuMQpOUIHBIX KJIETOK

B 4 Mm2 IIOBEPXHOCTHU CJIIOHHOI JKeJIe3Hbl.

MaTepna.mﬂ 1 MeTOIbI MCCJIeTOBAHUA

B peTpocrieKTUBHOE KCCJIeJ0BAHNE BKJIIOUEHBI
MaIueHThl, IPOXOUBIIIKE CTAI[IOHAPHOE JIeUueHe B
IEeTCKOM OT/IeJIeHUY WHCTUTYTA B IIEPUOL C AHBAPS
2013 mo mexabps 2018 rr., y KOTOPHIX IO UTOTaAM
obciemoBauusa OblT ycTaHoBaeH auaruos CIII. Iaa
BepuduUKanum AuarLosa npuMeHsaau Poccuiickue
nuarnoctudyeckue Kpurepuu 2001 r. (Tabs. 1) [11].
I pelieHus MOCTaBJIEHHOUN 3a7auu ObLIO MPOBE-
IIeHO WCCJIeJOBaHME B paMKax (PyHIaMeHTAJIbHOM
HAyYHO-UCCJIeJOBATEIbCKON paboThl JrabopaTopuu
peBMaTHUYECKUX 3a00JIeBaHUWI [JEeTCKOro Bo3pac-
Ta MHCTUTYTA. JJIsi TPOBEAEHUA OWOICUU MaJIOMN
CJIIOHHOM ’KeJjie3bl U IPU Ha3HAUeHUU Tepanuu «of
label» mpoBoaMIV cCTAHIAPTHYIO IPOIEAYPY IOIIIN-
cauus WHMGOPMUPOBAHHOTO coryacus. Bee ciayuaum
HasHaueHusa rtepanuu «of label» ocymecrBaann
pelieHneM KOHCUJIWYyMa W IPOXOAMJIN OL00peHue
ATUYECKOTO KOMUTETa WHCTUTYTA.

CII pumarmoctupoBan y 30 maimmueHTOB, Cpenu
KOTOPBIX b ManbuukoB (16,7% ). OcHOoBaHUEeM IJIsA
TOCIUTANU3ANUN Y BCEX IMAIMEHTOB OBLIU OTCYT-
cTBUe dheKTa OT Tepanu, Ha3HAUYEHHOU 110 TOBOAY
YCTAHOBJIEHHOT'O paHee [0 MECTY JKUTEJbCTBA PEB-
MaTuueckoro 3abosmesanusa (P3), mu60 ocobeHHOCTH
TeueHUsT 3a00JIeBaHNs, He BIOJHE YKJaIbIBAIOIIH-
ecs B KJIMHUUECKYIO KaPTUHY BepUPUIMPOBAHHOMN
pamee Ho30Ji0ruu. Ha MOMEHT MepBUYHOTO o0parre-
HUSA y TAIlNeHTOB NMeJINCH CJIeAYIOIre JUarH0o3bl: Y
16 (563,4% ) — 10BeHUJIBHBIH PEBMATOUAHBIN apTPUT
(FOPA), v 12 (40%) — cucremMHas KpacHas BOJ-
yauka (CKB), y oxuoro (3,4%) — ayromMMyHHasA
TpoMOOIMTOIIEHNUeCcKasd IypIypa, y oguoro (3,4%)
— HEeYTOUHEHHOe COeJNHUTEeJIbHOTKAaHHOe 3a00JeBa-
"Hue. Toabko y 3 manuenToB (10% ) mo obparenus
B HaIl IeHTp obcy:xkpanca BepoaTHbiii CIII. Ilpu
BOSHMKHOBEHMU B XOJe 00CJeJOBAaHUS B HAIIEM
ornesenun nogospenus Ha Haauuwme CIII manwmen-
TaM HasHA4YaJ W CTOMAaTOJIOTMUYEecKoe 00cjienoBaHme
(KOHCYJIbTAIIUSA CTOMATOJIOTA, CUAJIOMETPUs, CHa-
Jorpadus, yJabTpasByKoBoe ucciemoBanue (Y3U)
CJIIOHHBIX sKeJje3, 14 manuenraM — OMOICUSA MAJIOH
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CJIIOHHOI 2KeJie3hl), 0(pTaIbMOJIOTHUYECKOe 00CIen0-
BaHUe (KOHCYJIbTAIAA OKYJINUCTA, IPOBELEHIIE TECTA
IlTupmepa), mcciaegoBaHUE DACIIMPEHHON IaHeIu
ayTOAHTUTEJ, IPU HAJUYUY MOKA3AHUN — MYJIBTHU-
CHIUpaabHYI0 KOMIboTepHYI0 ToMorpaduio (MCKT)
OPraHoOB I'PYAHON KJETKU, IPOBeJeHNe NMMYHOXU-
MUYECKOTr0 aHAIN3a KPOBU U MOYM, KOHCYJIbTAIINIO
OHKOTI'eMaToJIOoTA.

Pe3yabraTsl

Cpenu HAIIUX IAUEHTOB COOTHOIIEHUE IeBO-
YeK U MaJbUMKOB coctaBmiao 5:1. ¥V 4 manuen-
ToB (13,3%) Bepudumnuponan nepsuunsbiii CIII, y
ocranbHbiXx CII KBagu(UIMPOBAH B paMKax BTO-
puunoro: B couerauuu ¢ CKB — y 9 mamuenTos; ¢
IOPA, cepomosuTtuBHblit 1o P® — y 10 maiueHTOB;
C CHCTEMHOM CKJIEPOJePMUE — y OAHOIO0 IaIleHTa;
KaK KOMIIOHEHT CMEIIIaHHOrO 3a00JIeBaHUSA COEMI-
HUTEJbHON TKAHU — y 3 IaIleHTOB; IIEPEKPECTHOTO
cuHapoma — y 3 mamumeHToB. Cpenu IAmMeHTOB C
CKB, rocuuTaJnm3upOBAHHLIX B TeUeHNE yKa3aH-
"Horo mepuona, CIII 6bL1 BeiABIEeH v 14,3% , cpeau
nanuentoB ¢ JOPA -y 11,1%.

7 nmereit (23,3%) mmenu POACTBEHHUKOB 1-ii
u 2-fi cTelmeHM POJCTBA C PA3JUYHLIMU AYTOWM-
MYHHBIMHU 3abojieBaHuaAMHU, ¥y 5 m3 HuxXx (16,7%)
ceMelHbI aHaMHe3 ObLI OTATOINEH II0 PA3JINYHBIM
P3, cayuaes CIII B ceMbsax He BbIABIeHO. Menuana
BoapacTta ae6roTta P3 cocrasuiaa 10,4 ger (7; 13,75),
16,7% mamnmeHTOB pasBUJM IIepBble IpusHaKu P3
B JOIITKOJBbHOM BO3pacTe, CaMblii paHHUH Ae0I0T
3a(puxcupoBad B Boapacre 1 roma. Memmana mju-
TEJBLHOCTH 0O0JIE3HM Ha MOMEHT MIOATBEP:KIEHNS
CIII - 3 roxa (0,85; 4,4 net), MaKCUMAJIbHBIN CPOK
oT MOMeHTa MaHu(pecranuu P3 10 BepupuKaum
CIII cocraBua 16,25 net (puc. 1a). ¥ 83% 6oabHBIX
ImarHos BepuduimpoBan mocJse 10-1eTHEero Bospac-
Ta, y MOJIOBUHEI MAI[MEeHTOB — B Bo3dpacTe cTapiie 15
Jget (puc. 16).

Knanunueckue nposasiaeraus CIII y Hammmx namm-
€HTOB YCJIOBHO MOYKHO Pa3AejIUTh HA JBe I'PYIIIbI:
JIOKaJIbHBIE CHMIITOMBI, CBSI3AHHBIE C IIOPAKEHUEM
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CJTIOHHBIX U CJIE3HBIX JKeJjie3, ¥ BHEKeJe3UCThIe
CHCTEMHBIE ITPOABICHNS.

IIoBTOpPHBIE SHM304LI IIAPOTHUTA BHIABJIEHBLI B
anamuese y 8 manuenTos (26,7% ), 1Boe 13 HUX — C
nepsuuyHbIM CIII. TosbKO y 2 MAIMEHTOB OIIyXaHNe
CJIIOHHBIX JKeJie3 OTMEeUaJIOCh HEINOCPEeICTBEHHO B
nebioTe 3abosieBaHUsS. BceM neTsAM NTPOBOAMJIOCH
CTOMATOJIOTUYECKOe obciienoBanue (OCMOTP CTO-
marojiora, ¥Y3W CIIOHHBIX JKejie3, CUAaJOMETPU).
Cuanorpadus BbITOJHeHA 28 marueHTaM, B OAHOM
claydyae WMeEJIOCh MIPOTHUBOMOKA3aHWE — aJlJIepTu-
uyecKas peakIuA Ha HOJcoAep:Kalllde IIpernapa-
ThI, B JPYI'OM — OTKAa3 poauTeJei. 14 mamueHTam
mpoBeneHa OMOIICUS MaJIOi CIIOHHOM iKejesbl. IIo
uroram oO0CJIeJOBAHUSA y BCEX IIAIMEHTOB BBISAB-
JIeHbl NPU3HAKN NAPEHXMMATO3HOI'O0 CHAJIAJEHN-
Ta. VI30JIMpOBaHHOE MOPa’KeHUe CJIIOHHBIX Keje3
uMesJgoch y 24 malMeHTOB, COUeTAHUE C IIopake-
HUEM CJIe3BHBIX sKesie3 — y 6 IalmueHTOB, CIydaeB
M30JINPOBAHHOTO IIOPAKEHUA CJIE3HBIX JKejied He
obHapysKeHo. XapaKkTepHble U3MEHEHNS 110 JaHHBIM
V3U carouHBIX sKesne3d orMeuannch y 100% mamu-
eHToB (puc. 2), BO BCeX CJHyYadAX OTHU HN3MEHEHMNs
COUueTaJCh C PEruoHaJbHON JauM@dazeHoIaTHeld.
Y Bcex MAIMEHTOB, KOTOPBLIM BBINMOJHSAJACH CHA-
jorpapusa, oOHAPYKeHbl THUINUYHBIE IIPOABICHUS
CIII (puc. 3a). Ilo maHHBIM CHUAJOMETPUU CYXOi
CHUHIPOM BBIABJIEeH y 8 marnueHToB (26,7% ), 3 HUX
IIOBTOPHBIE IIAPOTUTHI B aHAMHE3€ MMeJN JIUIIL 4.
Own couerajicsi ¢ MHOKECTBEHHBIM KaprecoM, IMOBBI-
IIeHHON TpaBMaTusamueil CJAU3UCTONH O000JOUKU
POTOBOH IIOJIOCTH, PELUAUBUPYIOMIUM KAaHIULO-
MUKO30M POTOBOI moJsioctu. CHUMKEHUEe CJIe30IIPo-
nykmuu sapurcupoBano y 6 mammentoB (20%).
NurepecHo oTMeTuTh, uTo npu mepsuunom CIII
TOJIBKO Y OOHOU IallueHTKU U3 4 BbIABJIEHA KCEPO-
CTOMUS IIPU JaBHOCTHU 3aboJjieBaHusA OKOJIO 4,5 JeT,
YTO 0KA3aJI0Ch COMOCTABUMBIM B IIPOIEHTHOM COOT-
HOIIIEHNHU C YACTOTOM BLIABJICHUS CYXOT'0 CUHIPOMA
npu Bropuunom CIII.

IIpu 6uoncuu Maaoii CAIOHHOM JKeJjIe3bl JUaTrHO3
TMOATBEPKAEH MOP(OJOTUYEeCKH BO BCEX CIyYadAX,
XapaKTepPHLIM IIPU3HAKOM OBLIO HaJauuue JIM@Oo-
UIHOM MHPUIbTPANUU B 6uomnTaTe. Y 2 malleHTOK
BBICOKAas HECTAOUJIBHOCTH AJEPHOI0 MaTepuaja IIo
INaHHBIM OMOICHMHK MTOTpeboBajia MOMOJHUTEIHHO-
ro guddepeHnuaJbHO-IUarHOCTUYEeCKOro IIOMCKA,
BKJIIOUABIIET0 UMMYHOXMMUUYECKUNA aHAIN3 KPOBU
U MOUYHM, KOHCYJbTanuio oHkKoremaroJsora, MCKT
OPraHOB I'PYAHOM KJIETKU AJIA UCKJIIOUeHU TuMdo-
mpoandepaTuBHOTO 3a00eBaHUsA. Y OTHOTO IaIlu-
€HTa MO0 JaHHBIM I'aCTPOIHTEPOJOTUUECKOTO0 o0cJie-
IOBAHUA BHIABJIEHA TAHKPEATOIATHA.

Cpenu HaIMX IMallUEeHTOB HAOJIOMAJICA IIIAPO-
KU CIHeKTP CUCTEeMHBIX HpoABjeHuit (tabda. 2).
50% manmueHTOB HMeJN KOHCTUTYIIMOHAJILHBIE
HApPYIIEeHUus B BHUAE CJa00CTH, CHUMKEHWUS MaCChI
TeJsia, cyodedopuauTera. ¥ GOJBITNHCTBA MAI[IEHTOB
IIPUCYTCTBOBAJI CYCTABHOW CHHAPOM B BHE CHM-
MeTpuyHOTro mosmaprpura (83,3% ) u aumdangeHo-
natusa (76,7%). ¥ namuenTtor ¢ mepBuunbiM CIII
CYCTaBHOMW CHHJPOM He HOCUJI CTOMKHUI XapaKTep;
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Yucsio manueHToB ¢ Bepuduuposagabiv CIIT
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YucJio namuesTos, n
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1 2 3 4 5 6 7 8 9 10 11 12 13 14 15 16 17

Bospacr, rogst

Puc. 1. CoorHomrenue Bo3pacra neorora P3 u Bo3pacra Bepu-
uranuu CIII xas kaskaoro mamueHTa B HCCJIEyeMOi rpymnmne
(a); AMHAMMKA COOTHOIIEHHS YMCJIA 3a00JIeBHIMX W YHCJIA
nanueHToB ¢ BepuduumuposanasiM CIII B 3aBucumocTu ot
BO3pacra (06).

Puc. 2. XapakrepHble M3MeHEHHMS OKOJIOYIIHOH CJIIOHHON
sxeses3nl npu Y 3U y manuentru /1., 10 xer ¢ nepsuunsiv CIII.

Puc. 3. I3aMeHeHus CIIOHHOI Kejie3bl 10 JaHHBIM CHAJIorpa-
¢un npu CII y maumentru B. ¢ guarmozom FOPA, moauap-
TPUT, cepPONo3UTHBHBIN M0 PP B couerannu c CIII: a — Goxo-
Basdg MPOEKIIWsA, MCXOAHBbIE NaHHbIe; 6 — GOKOBas IIPOEKIUS
uepes 2,5 roja oT Hayasa Tepanu, mMocjie 5-ro Kypca PUTYK-

cumaba (co6cTBeHHOE HAOJIOfeHne).

PEHTTE€HOJIOTUYEeCKUX HSMeHeHHfI, XapaKTEePHBIX
OJIA OJIUTEJIBHO TEeKYIIIero apTpura, He BBIABJIEHO.
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Y 23,3% mnamnuentoB mo mamabiM MCKT umesoch
WHTEPCTUIINATbHOE IIOpa’keHue JIeTKUX, MoTpebo-
BaBIIlee MOIOJHUTENHHOTO AuddepeHIInalIbHO-11uax
THOCTHUUYECKOro nmoucka. ¥ oguoii nanuentku ¢ CKB
u CIII 6bL1 BHIABJIEH ayTOMMMYHHBIN TeIaTUT, Y
apyro#i ¢ mmarmosom IOPA, cepomo3uTUBHBIN IO
P® u AIIIIII (auTUTENA K UKJIAYECKOMY ITUTPYJI-
JIMHCOAEP:KAIeMy MeNTUAY) HOJUAPTPUT — ayTo-
UMMYHHBII TUpeoauT. Y ogHo# mamuenTKu ¢ JOPA,
ceporro3utTuBHBIM 10 P® u AITIIII, nBaskabr HabIt0-
JaJICh SIIM30/Ibl HEBPUTA 3PUTEJIHLHOTO HEPBA.

Y 60% OOJBbHBIX BBHIABIAINCH Pa3JIUUHBIE
KOXKHBIe IIpoABJeHus (puc. 4): 36,7% — cuHApPOM
Peitno, 31% — spurematosHble BhIchImauus, 30%
— JINBEJOULHBbIE BBICBINAHUS, 26,7% — Kamuiisd-
puter, 20,6% — doromepmarur, 13,3% — remop-
paruuyeckue BhIchImaHus, 10% — ysiaoBarad spu-
Tema, 6,7% — mposBiaeHus Ro-accornumupoBamHOIO
KOJKHOTO BacKyJauTa, 3,3% — IIOBTODPHBIE STU30JbI
aHYJISAPHOMN 9PUTEMBI.

Y 17 6oapuBIX (56,7% ) 3ahUKCUPOBAHBI TeMa-
TOJIOTUYECKUEe HapylleHus: aHemus — y 36,7%,
netiko/aum@onenua — y 30% , TpombonmTOIEHUSA
-y 13,3% , nonuKJIOHaAJbHAA TUIEPTaMMarao0yu-
HeMud — y 26,7% c MakcUMaJIbHBIM HapacTaHUEM
YPOBHA TaMMa-TJIOOYJIMHOB CHIBOPOTKU Y OJHOM
nanueHTKu ¢ nepeuuyHbM CII mo 37% (Hopma

Puc. 4. Ko:xxHble n3MeHeHNs, BBIABIEHHBIE y anuenTos ¢ CIIL:
a — cungpoM PeiiHo; 6 — aHHYJIsIpHAA SPUTEMA; B — y3JioBaTast
spureMa; T — R0-acCOMUPOBAHHBIN KOKHBIA BACKYJUT; I —

reMopparudecKyre BbICBIIAHUA (COOCTBEeHHBIE HAOIIONEHN ).

9,5-19,8 r/x) npu obiem Geake 105 r/a (Hopma
66—-87 r/m).

B wuccaemyemoil rpyiie o0HapysKeH IITUPOKUIL
creKTp ayTtoaHTuTesa (Tabda. 3). Y Bcex MaIlMeHTOB
BBISBJIAJICA aHTHUHYKJIeapHbIH (axTop (AHD) ma
KyJabType KJaeToK Hep-2 B AMarHOCTUYECKOM TUTPE
(1/320 u BrImre). O6pallieHO BHUMAaHNE, UYTO ¥ MOJIO-
BUHBI 60bHBIX AH® BoIgBAAICA B TUTpe 1/1280 n
BBIIIIE, HYKJIEOJAPHOTO (TOMOTE€HHOT0 U/UJIu Kpar-

Tabauua 2

CucremHsbIe IIPOSABJIEHU A, BBIABJICHHbIC B ]/[CCJIe,I.IyeMOﬁ rpyunimne 0O0JBHBIX

S ———— nayomee ancae | Mepomamerk CUI | Bropmamuri CII
KoHcTuTynuonaabHbIe HAPYIIIEHUS 15 (50%) 2 13
CycraBHO# cuHIPOM 25 (83,3%) 4 21
Jlumpamenonarus 23 (76,7%) 4 19
KoKHBIN cuHAPOM 18 (60%) 2 16
ITopaskeHue JerKux 7(23,3%) 1 6
ITopaskeHre HEPBHOM CHCTEMBI 4 (13,3%) - 4
ITopaskeHue mouex 2(6,7%) - 2
T'emarosiornueckue HapPyIIeHU 17 (56,7%) 2 15
Anemvus 11 (36,7%) 1 10
Jletiko/mumponeHus 9(30%) 1 8
TpombonuToneHMs 4 (13,3%) - 4
ITonuknonanbHaa 8 (26,7%) 9 6
TUIIePraMMarjao0yInHeMus

Tabruuya 3

HNmMmyHOMIOTHYECKHE HAPYIIEHN I, BBISIBJICHHbIE B UCCJIEAYyEeMOM IpyImne 00JIbHBIX

HNMMyHOJIOTHYECKEe HAPYIIEHU ST 12161:1!;2?1:;2 noz Hepm({;:f)“ Ci BTOpz:l‘[:lg’é;[ Ci
AH® Hep-2 30 (100%) 4 26
PO 17 (56,7%) 4 13
ATIITIT 7(23,3%) - 7
Anru-JTHK 13 (43,3%) - 13
Antu-Ro anTuTena 18 (60%) 4 14
Amntu-La anTuTtesna 8(27,6%) 3 5
Antu-Sm 8(27,6%) 1 7
AHTHIIEHTPOMEPHBIE AHTUTEJIA 1(3,4%) - 1
Anru-RNP 9 (30%) 1 8
I'mnoxkoMuieMeHTEMUSA 5(16,7%) 1 4
Anru-Scl-70 1(3,4%) - 1
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Tabauua 4

Jleuenue mo u mocie Bepuduranuu CIIT

o Bepuduranuu ITocne Bepuduramuu
JlekapcTBeHHBIE IIperapaThl CIIL, n (%) CIIL, n (%)
I HHOKOKODTHKOMLILL per os 15 (50%) 24 (80%)
P A BHYTPUBEHHO 13 (43,3%) 11 (36,7%)
HIIBII 20 (66,7%) 20 (66,7%)
MeToTpekcar 11 (36,7%) 14 (46,7%)
AszaTnonpus 2(6,7%) 6 (20%)
Bonesub-moaudumupyiomnue Tnxrodocdan 1(3,4%) —
npemnaparsl >
MuxoderosaTa Modern 1(3,4%) 3(10%)
T'UAPOKCUXJIOPOXUH 11 (36,7%) 13 (43,3%)
Nuarunouropsr PHOo 2(6,7%) -
TeHHO-MH)KEHEePHbIE Benumymab 1(3,4%) —
OuosiornyecKue mpemapaTsl Purykcumab - 13 (43,3%)
AbararnenTt 1(3,4%) 10 (33,3%)

vyaToro) cBeueHus. HawuboJiee pacmpocTpaHEHHBIM
coueTaHNEM UMMYHOJOTMYECKUX HAPYIIEHUH OBIIO
"Hannune AH®, P® u autu-Ro anturen (cymmapHo
y 12 nmanuentoB — 40% , npu nepsuunom CIII — y
100%). ¥V Bcex mamnuenToB ¢ nepBudHbiM CIII P®
BBIABJAJICSA B HU3KUX TUTPaAX, HE IIPEBBINIABIINX
2—3-KpaTHOTO OTKJIOHEHUS OT BepXHell T'PaHUIIbI
pedepeHCHBIX 3HAUECHUI.

BceMm maruenTam 1mo uToram o6cJiefOBaHUA OCY-
IIECTBJISAIN KOPPEKIWI0 Tepanuyd C yYeTOM BBHIAB-
aennoro CIII u ak THBHOCTU OCHOBHOTO 3a60JieBaHUA
(rabxn. 4). 1 /3 nanmueHTOB NIOTyYasa IIIIOKOKOPTUKO-
UIbl B CPEIHUX U BBICOKUX 034X, IIPU KOPPEKIIUU
Tepanuu y OOJBIIMHCTBA OOJBHBIX AKI[EHT OBLI
cIesaH Ha MOAOOp 0Aa3MCHOM Tepaluy 3a CUET CUH-
TEeTUUYECKUX 00JIe3Hb-MOANMUIIUPYIONIUX IIperapa-
ToB (BIIBII) u reHHO-UH}XEHEPHBIX OMOJIOTHUYECKUX
npemnapatos (I'MIBII) nmpu cHu)XeHUU OOIEeH M03bI
epopaJbHBIX IIIOKOKOPTUKOUAOB. Bce mammeHTs
nosy4anu tepanuio BIIBII, B T.4. 1/5 nanuenToB —
KOMOMHUPOBAHHYIO 0a3MCHYIO TEPAINIO IIUTOCTATH-
YeCKUM MIPEnapaToM U 'UAPOKCUXJIOPOXUHOM.

Ho Bepuduramuu CIII 4 namwmenta (13,3%)
nosyuanu ['MIBII. ITociie yrounenusa nuarHosa mep-
BUUYHOe HasHaueHue 6o samena I'MIBII ocyiect-
Biena y 20 manuenToB (66,7%). Ilokasanuem aiis
KOPPEeKIIUY Tepalmuu 3a CUeT Ha3HAUeHUs/3aMeHBI
BIIBII u I'IBII 6bL1a BBICOKAA KJIMHUKO-JIabopa-
TOpHAs aKTUBHOCTH 3a00JieBaHUSA C HU3KOM a(hdek-
TUBHOCTBIO IIpeAIIecTByomeil Tepanuu. C yuyeTom
BBICOKOr0 pucka jumdonpoaudepanuu npu CIII,
00yCJIOBJIMBAIOIIET0 OTHOCUTEJbHBIE OTPAHUYECHUS
Ha TpUMeHeHWe WHTUOUTOPOB (axkTopa HEKposa
omyxoaeir anbdpa (PHOw), mpemaparamu BbIGOpA
ObLIu puTykcuMab miau abararent. OmbIT IIpuMe-
"euus oxuoro 'MBII umenu 14 mamueHTOB, ABYX
T'BII — 6 nartuenToB. ¥ 2 mMalueHToOB, paHee MoJIy-
YaBIINX aJaJuMyMald ¥ STaHEPIENT, BbISBJIEHUE
CII aBUIOCH AOMOJHUTEJIbHBIM apTyMEHTOM [IJis
orMmeHnsl Tepanu @PHO-uuruéuTopamu.

Ilocsie KOppeKIMHu Tepalmuu y BCeX IallueH-
TOB yAAJOCh AOOUTHCS KYIUPOBAHUA AKTHUBHO-
CTH OCHOBHOTO 3a00JieBaHWS NPU XOPOIIeii mepe-
HOCHMOCTH Tepaluy, OJHAKO IeTaJbHbIA aHaIu3
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pe3ysbTaTOB Tepallnuy He BXOANJI B 3aJa4Yu JaHHOI'O
HccJegoBaHUA.

Oocyxxaenne

Cnoxknocts aumarumoctuku CIII y mereit o0y-
CJIOBJIEHA €ero HUBKOI pacIpoCTPaHEHHOCTHIO,
MINPOKUM CIEKTPOM HecIenupUUeCcKUX BHEKeJe-
3UCTBIX IPOSBJIEHUI, OTCYTCTBUEM, KaK IIPaBU-
Jo, «cyxoro» cuHapoma [1, 2]. IomosHUTEIbHBIE
IUArHOCTUYECKUe IIPO0JeMbl CBSA3aHBI C TEM, UTO
CIII mo:keT OBITHh KaK CaMOCTOSTEJbLHBIM 3aboJie-
BaHMEM, TaK M pacCMaTPUBAThHCSA B paMKax Ipy-
Toii ayTOMMMYHHOU martojoruu. Ha cerogHAITHUN
IeHb OTCYTCTBYIOT dYeTKO chOpMYyJUPOBAHHBIE
kpurepuu CIII, KoTopbkie mMorju ObI 3(h(HEKTUBHO
WUCII0JIb30BAThCA IenuaTpaMu. B cBoeil ImpakTuKe
MBI HCIIOJIb30BaM Poccuiickue AMarHOCTUYECKUe
Kpurepuu, onyoiaunkosanubsie B 2001 r. (ta6i. 1)
[11]. Kiraccuuramuonabie KPUTEPUU JJIA 00JIe3HU
Ilerpena, npeniaosxenubie ACR-EULAR B 2016 r.
[12], Ha HaIl B3TJAL, CAOMKHBI A IPUMEeHEHUS
B IeIMaTPUUECKOIl MpaKTuKe, TaK Kak JajJeKo He
BO BCeX CJyUYasxX BO3MOYKHO BBHITIOJIHEHVE OMOIICUU
MaJjIoii CJIIOHHOU JKeJjie3bl HaIlMeHTy JeTCKOT0 BO3-
pacra (B HallleM HCCJIeJOBAHUU OMOIICUSA BBIMIOJIHE-
Ha 46,7% mamueHTOB), a TaKyKe aJeKBaTHOE IIPO-
BeJeHUe HecTUMyJaupoBaHHOro Tecta Illupmepa u
HECTUMYJIUPOBAHHOM CEKPEIUU CJIIOHHOH JKeJe3bl.
Cornacuo umcciaemosanuio N. Yokogawa u coasr.
[13], suarHocTuueckas sHauumMocTh Kputepues CIII
IUIS B3POCJBIX B MEIUATPUUECKOI MPAaKTUKe HEBbI-
COKa, B KauecTBe AOIOJHUTEJIbHBIX 3HAUMMBIX IJIs
9TOM BO3PACTHOU KaTeropuu IalieHTOB KPUTePHeB
IPEeJIOMKEeHO BKJIOUEHUE PEeIUIUBUPYIOIIEro mapo-
THUTa, MOPQOJIOTUUECKOe WCCJIeOBaHUE OMOITaTa
MaJIOf CJIIOHHOM »KeJjiedbl ¢ yYeTOM OOJIBIIION pef-
KOCTU CYXOTO CHHApOMa y AeTeil. AHanus JuTepa-
TYPHBIX MCTOUYHUKOB yOEAUTEIbHO JOKA3LIBAET, UTO
PeluIUBUPYIONINHA MMapOTUT Y HECOBEPIIIeHHOJEeT-
HUX — PACIpPOCTPaHeHHOe KJINHUYECKOe IPOSBIEHIE
nepsuunoro CIII [5, 8, 10, 14], u XoTd MmapOTUT
YacTo BCTpPeYaeTcs B JAETCKOM BO3pacTe, IPU ero
TMOBTOPHBIX 3MU30JaX 00d3aTeJbHO CIeIyeT HasHa-
yaTh obcaenoBanue Ha CIII. BamkHO IMOMHUTB, UTO

ATbI
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M30JIMPOBAHHBIN MAPOTUT HEPEAKO MOKET HUMETh
VH(PEKIIUOHHBINA IreHes, B T.4. y IMAIUEHTOB C yiKe
BepUMUIIUPOBAHHBIM P3, II03TOMY HWCKJIIOUYEHUE
UHGEKIINY JOJIKHO IIPOBOAUTHCA B IIEPBYIO OUePEeIb.

Cy1IiecTBEHHYIO IOMOIIb B KaueCTBe CKPUHUH-
roBoro obcaenoBanus npu noxo3penun Ha CIII oka-
3piBaeT Y3U CcIAIOHHBIX JKeJsie3. B HacTodAlee BpeMs
BKJIoueHVe Y3V B OmarHocTudyecKue KPUTEPUU
CIII mocTaTOYHO IIIUPOKO O0CY KAAETCS B JIUTEPATY-
pe [15]. Y3U 60abIIIOHN CAIOHHOM Keae3bl ABIAETCS
HEeMHBA3WBHBIM, HEOOJYyYaIOIMM METOJOM BU3Y-
anu3anuu, IIPOAEeMOHCTPUPOBABIINM XOPOIIYIO
YYBCTBUTEJIHLHOCTb U BBICOKYIO CIIEIU(PUUHOCTD (10
94%) [15, 16]. Pan uccienoBaHUIl JeMOHCTPUDPY-
eT KOPPeJAIUI0 MeXIy NaHHbIMH Y3U u oleH-
Koii ¢oKyca mpu MOpPGOJIOTHUECKOM HCCJEeJ0Ba-
HUU OmomTaTa MaJjoii CJIIOHHOMH Kejeswl [16]. Ilo
HamuM gaHHbIM, 100% mamueHTOB, Y KOTOPBIX
o1 Bepuduimposan CIII, mmenn maTOrHOMOHUWY-
HBbIE yJIbTPAa3BYKOBbIe NMpuU3HaKu. [Ipu sToM Halie
uccJeoBaHNe MMOATBEPANJIO HUBKYIO YaCTOTY CYXO0-
ro cuHIpoMa y mereit (26,7% ) mpu oueHb CKYAHBIX
JKasi00ax B OTJIMUUM OT JAHHBIX JIMTEPATYpPBI II0
B3pOCJBIM manuerTam [7, 8, 10, 11]. ITogo6HubIe BO3-
pacTHBIE PABIUYUSI MOTYT OBITH O0BSACHEHBI OoJiee
MeJJIEHHBIM (DOPMHPOBAHMEM CYXOro CHHApOMA
B Ccuy (hU3UOJOTUUYECKUX OCOOEHHOCTEH [TeTCKO-
ro BO3pacTa CO CKJOHHOCTHIO K T'HMIIepPCAIUBAIIUU.
Tem He MeHee, Jake MaJoMaHU(MECTHOE CHUIKEHUE
(GYHKIIUMU CIIOHHBIX ’Kejie3 IMPUBOIUT K OOJIbIei
YacToTe Kapueca, IMEPUOLOHTUTA M CTOMATUTA Y
IeTell Tak ’Ke, KaK U y B3POCJBIX IAIlUeHTOB [4,
10, 11, 17], uto MBI HAGAIOJAIN B KJIMHUYECKOI
IpaKTUKe.

Pasnoob6pasHasa MO CHEKTPY MPOABJIEHUN KJIH-
HUYeCKas KapTUHA y HAIIUX MAIMeHTOB HaTJIAIHO
HOATBEPKIaeT, uTo Kanandeckuit penorun CIII y
IeTell oueHb BapuabejieH B OTJIMUME OT B3POCJBIX
[1]. Hatie Bcero JOMUHUPOBAJIN OOIIIEKOHCTUTYIIO-
HaJIbHBIE HAPYIIeHUA, JUMPaJeHOIATUA U CyCTaB-
HOIl CHHAPOM, UYTO COIJIACYeTCS C pPe3yJbTaTaMu
Ipyrux aBTopos [3, 8, 13]. Bousee 1/5 mereii B kaue-
CTBe OJHOTO W3 PAaHHUX NPU3HAKOB 3a00JieBaHUSA
umean penomen Peitno (puc. 4a), UTO TaKiKe COOT-
BETCTBYET JIUTEPATYPHBIM JaHHBIM.

B Hamem wucClaeIOBAaHUU BBIABJIEH IIUPOKUI
CHEeKTP Pa3JIUYHBIX ayTOAHTUTEJ. ¥ BCeX IIallu-
enToB obHapy:xeH AH® Hep-2 B BBICOKOM THUTpE.
Bosee mosoBUHBI MAIMEHTOB MMEJU TIOJOKUTEb-
HBIH P® m anTtum-Ro aHTuTesa, 4TO corjacyercs
¢ maunueiMu A. Fayyaz u coaBT. 0 TOM, uTO P®D
BbIgBJseTCA ¥ 36—74% mamuenTtos ¢ CIII u accoru-
UpyeTcsa ¢ BHEXKEJEe3UCTHIMU IPOSIBJIEHUAMEU 3a00-
JeBaHusd, auTu-Ro anturena — y 50-70% mamuen-
TOB, Uallle MOJIOJOT'0 BO3PacTa ¢ BHICOKOM aKTUBHO-
crbio 3aboseBanud [20]. Uccaemoraunue M. Stiller u
COaBT. IPOJAEMOHCTPUPOBAJIO, UTO IMPU BTOPUUYHOM
CII y gmeteit mo cpaBHeHuio c¢ mepBuuynbiM CIII
yalre BBIABIAJJNCEH IOJOXKUTeAbHBIH AH®, P® n
auTu Ro-amturesna [8]. C yueroM maHHBIX, IOJIY-
yenHbIX E. Theander u coast. [21], 0 ToM, uTO IIp®
nepsuunom CIII ayroantutena, ocobenno AHD u
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aHTU-RO anTuTe/a 00HAPYKUBAIOTCA Y IAIIEHTOB
3a 18—20 ner o kauHUYecKoit manudecraruu CIII,
T.e. MOTYT IPHUCYTCTBOBAaTH B JETCKOM BO3pacTe,
IPaKTUKYIOIIEeMY Bpauy HEOO0XOAMMO MHOMHUTEL O
BoamoskHOocTH pasButua CIII y Tex mereir u mof-
POCTKOB, KOTOPBbIE MMEIOT JUATHOCTUUYECKUIN TUTP
ayTOAHTUTE] U B PsALE CIAyUaeB OOIMIEeKOHCTUTYI[HO-
HaJbHbIE HAPYIIEHU, HO He UMEIOT KINHUYECKUX
¥ reMaTOJIOTUYECKUX IPOSIBJIEHNUH 3a60JIeBaHUA.

IIpuHnunuanbHBIX pasauduilt B AebioTe mpu
nepBuyHoM u BropmuHoM CIII B meTcKo#l momyJsis-
1Y, 10 JaHHBIM JIUTEPATyPhl, He BBIABJIEHO [3, 7,
8, 17]. B mamem ucciiefoBaHuY OBLJIO BCEro 4 maiu-
enTa ¢ nepBuuyHbIM CIII, mosToMy Takoil aHAIU3 He
MOJKET CUMTATHCS BIIOJHE KOPPEKTHBIM, OJHAKO
cleyeT OTMETUTH, UTO BCE 3TU HAIMEHTHI OBLLIN
JKEHCKOT0 I10JIa, UMeJau JuMQa eHOIaTuio, HeCTOH-
KU CyCTAaBHOM CHHJIPOM, IIOJIOKUTEIbHBIN PP B
CPaBHUTEJIbHO HUBKOM TUTPE U IOJOKUTEJbHBIE
aHTURoO-aHTHUTENa, Y JBOUX IPUCYTCTBOBAJA TIOJIU-
KJOHAJNbHAA TUIlepraMmarjaooyaunemusd. 86,7%
HaAIuX manueHToB uMesu BropuuHbiit CIII B pam-
Kax apyrux P3, B 6osnbmiuacTBe caydaeB npu CKB u
ceponrosutuBHOM IOPA. Ilo taHHBIM JIUTEPATYPHI, ¥
nanuenToB ¢ CKB CIII BeraBaserca B 9-19% cayua-
eB, ¢ PA B3pocabix — B 4-31%, ¢ CUCTeMHOM CKJIe-
ponepmueit — B 14-20% [18]. C yueToM BO3MOKHO
CXO0KEeCTU KJIMHUYECKON KapTUHBI IPU MEPBUYHOM
u BropuyHoM CIII mpu HeoOXOAUMOCTY IPOBEJEHU
fuddepeHInaIbHOTO AUArHO3a B KadeCTBe OKOH-
YaTeJbHBIX apryMEHTOB MOTYT CJYKUTH TAaHHBIE
00'beKTUBHBIX MHCTPYMEHTAJIbHBIX METOJO0B HCCJIe-
noBaHuA (cumajioMeTpusd, cuasorpadusa, OGuorncus
MaJjIoii CJIIOHHOM 3KeJjie3bl, UCCIeI0BaHNe CeKPeIuu
CJIE3HBIX JKeJjied), UTO IIOATBEPAUJI HAaIlll IIPaKTU-
yecKui onbIT. Tak, HampuMep, XOTSA CEPOJOTrmYe-
ckuMm npusHakoMm CIII sBigercsa Haauuyue aHTH-RO
anTurea (60-70% ) u auTu-La anturen (50-60% ),
nanueHTsl ¢ CKB Takike MMeEIOT 5TU aHTUTea C
vactoroir 40 u 15% coorBerctBerno [19]. Kpowme
Toro, BropuuHblii CIII mo:ket comyrcrBoBaTh CKB
[18, 19], B mamreii rpynne guarao3 CKB 6b11 mog-
TBep:KIeH y 30% maimmeHTOB, uTO cocTaBuiio 14,3%
ot Bcex nanueHToB ¢ CKB 3a atoT mepuoj. B mesom,
y 6oabpubix CKB ¢ CIII, mo maHHBIM JUTEPaTypHI,
KpOoMe IOBBINIEHHOU dKcIpeccum aHTU-Ro u aHTH-
La anTuren, yaiie BBIABAAIOTCA aHTUTeaa K RNP
(acTparupyemsble AepHbIEe AHTUTEHBI — PUOOHYKJIEO0-
IPOTEeNHBbI) U MO3UTUBHLIN P®d, a Takxke eHOMEH
Peiino, HO peke — mopaskeHUe IOYeK U TPOMOOI[U-
ToneHus [6].

TocnuranusupyemMble B Hallle OTJeJIeHUe
HaIeHThl B MOAABJIAOIEM OOJBIINHCTBE CJIyda-
€B UMEIOT ONpeNeJIeHHBIA «CTaK» 3a0oJieBaHUS U
paHee ycTaHOBJIEHHBIN nmarHo3 P3, a Taxk:ke OMIBIT
HeZOoCTATOUYHON 3((PEeKTUBHOCTH Tepamuu, WHOTIAA
JOCTATOUYHO [JIUTEJbHON 1, KaK IIPaBUJIO, IIOJIU-
KoMmmoueHTHOM. CBoeBpemenHasa auarHoctuxa CIIT
B IIOJOOHBIX CUTYyaIllUAX MOJKET OKas3aTh pellaoliee
BJIMSAHUE Ha BBIOOD JaJIbHEHIel TAKTUKY JeUeHnd,
KOTOpas OIpeAeAeTcs B T.4. BEPOATHOCTHIO HebIa-
TONIPUATHOTO IPOTHO3a 3a CUET PUCKA JTUMGOIIPOTIU-
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(depaTtuBHOTO 3ab0JIeBaHUA, a TaKKe 00Jiee pAHHETO
dopmupoBaHua opraHHBIX HmoBpexaenuit [22]. ITo
mauuabeIiM N.G. Singer u coasT., 5% B3POCIBIX IAI-
eHToB ¢ CIII oTMeuasu mOABJIEHNE IEPBBHIX IPU3HA-
KOB 3abojeBanusa no 12-ymerHero Bospacra [1], uro
TIOBBIIIIAET PUCK PA3BUTUA ¥ HUX OHKOIIATOJIOTUH 34
cueT OOJIBITIEH JINTEILHOCTYU 3a00I€BaHNA.

B kauecTBe opmeHTHMpa I BHIOOpPA Tepamuu
MBI WCHOJIb30BAJX PEKOMEHJAIUN II0 JIEUeHUIO
B3pOCaBIX OosbHBIX [23, 24]. Bribop 06asmcHOro
mpenapaTa o0yCcJI0BINBAJICA AKTUBHOCTHIO OCHOBHO-
ro 3aboJjieBaHUA, Ha3HAUEHUE TUIPOKCUXJIOPOXUHA
Kak B BUJEe MOHOTEpANNM, TaK W B KOMOWHAIIUU
C IIUTOCTATUYECKUMM IIperapaTaMu 6a3upoBaJOCh
Ha UMEINXCSA Ha CeTORHAIIHUN NeHb HAaHHBIX O
XOPOIIIEM OTBETE OOINEKOHCTUTYIIMOHAJIBHBIX IIPO-
asnennit CIII ma sTOT mpemapar, a TaK:Ke CBeIeHU-
AX O CHUJKEHUU YPOBHA JUIUAOB U YMEHbBIIEHUU
pUCKa TPOMOOTHMUECKUX OCJIOKHEHUH 0] BIUAHU-
€M TaKOU Tepanmuu, ee TremaTONPOTEKTUBHOM Jeli-
CTBUU U YMEHBIIIEHUN PUCKA pa3BuTuA nuadera [25,
26]. Beibop I'IBII y HammMx MarieHTOB OCHOBBI-
BaJicAd Ha JIUTEPATYPHBIX TaHHBIX 00 s(pPeKTUBHOM
IPUMEHEeHUU B MOJOOHBIX CIydadX pUTyKcuMaba u
abararienTa, xoTa opmanbHo aja CIII, ocobeHHO
TIEPBUYHOTO, HET OPUIIMAJIBHO 3aperucTPUPOBaH-
HBIX TOKa3aHUH JJId 9TUX IpemnapaTos [23, 24].

Hamr ombIT mpuMeHeHUA M pUTyKcuMaba, u
abaralenTa oOKasajCcAd BeChMa YCIEIIHBIM, YTO
HaTJIAJHO [IeMOHCTPUPYET pPe3yJbTaT CcHajorpa-
(buu, BLIMOJMHEHHBIN ITOCTE 5 KYpPCcOB pUTyKcuMaba
y omHoM manueHTKH (puc. 36). OgHaKo HEOOXOIUMO
0ojiee AIUTENbHOE HAOJIOLEHWE C IOCJIEYIOIINM
IeTaJbHBIM aHAJIN30M, 3aIJIAHUPOBAHHOE B PAMKaX
IPOJOJIKeHUs uccaenoBanud. Haszumauenme PHO-
UHTUOUTOPOB JIMMUTUPOBAIOCH KAK IIOBBIIIIEHHBIM
puckoM Jumdonpoaudepanuu, Tak U TaHHBIMUI
00 OTCYTCTBUM KJIWHHUYECKU 3HAUUMOTO 3dhdeKTa
HEIIOCPEeJCTBEHHO Ha Keje3ucTrie nposasienusa CIII
TOIO0HOM Tepanuy IPU MOJOKUTETbHOM BIUAHUUI
Ha OOIIEKOHCTUTYIIMOHAJILHELIE HAPYIIIEHUS U TIOJIU-
aptpurt [27]. ¥ ABOUX HAINNX MAIMEHTOB IO BBIAB-
nenud CIII mmesica onbIT IPpUMEHEHUA UHTMOUTOPOB
®DHOo ¢ hopMupoBaHEM BTOPUUHON HEdPDEKTUB-
HOCTU Tepammuu, UYTO COOTBETCTBYET NAHHBIM JIUTE-
paTyphI O IMMUTHUPOBAHHOM Pe3yJIbTaTe MOJZOOHOTO
geuenus [27].

B zaksrroueHmE XOTEJIOCH OB OTMETUTH, UTO Me-
oIreca Ha CETONHAIIHUIN NeHb NMAaTrHOCTUYECKUE

BO3SMOYKHOCTH ¥ PACIIUPAIOIUNACA apCeHas JieKap-
CTBEHHBIX IIpeIIapaToB [Jal0T MHOT'000eIaioniue
pes3yJabTaThl IJid TanueHToB, crpajgatorqux CIII.
HeobxonuMbl gaabHEHIINE WUCCIETOBAHUA, UTOOBI
IIOMOYb BpauaM JIydllle MOHWUMATb, NUATHOCTUPO-
BaTh u JeunTh mnamueHTtoB c¢ CIII, meGroTmpoBas-
ImeM B JIeTCKOM BO3pacTe. YUUTHIBAs €r0 PEIKYIO
pPaCIpPOCTPAaHEHHOCTDb, IIPEJICTABJIAETCS IIOJIE3HBIM
IpoBeJleHNe MHOTOIIEHTPOBOTO WCCJIEJOBAHUA,
uTOOBI OOJBIINY 06BEeM WOJIE3HOU WH(OpMAIIUU
MOT CIIOCOOCTBOBATH JIEUEHUIO ITOT0 3abojeBaHUA
Yy HeCOBepIIIeHHOJEeTHUX 0osbHBIX. Ha HacToAmuii
MOMEHT KJMHUUYECKNEe PEeKOMEHJAINU 10 AUAaTHO-
cruke u tepanuu CIII y meTeil oTCyTCTBYIOT, XOTA
Heo0XOAVMOCTb UX CO3/LaHuUA 0e3yCIOBHO HaspeJa.

3akiaouyeHue

BaxkuocTh cBoeBpeMeHHOI muarHoctuku CIII
npu P3 y mereit u mogpOCTKOB 00yCI0BI€HA HEOOXO-
IUMOCTBIO PaHHETO Has3HaueHUdA aJeKBaTHOUN Tepa-
OUU A YAy4YIieHus mporHosa. OcHOBaHUEM IJIA
BKJIIOUEHUS B KPYr AUPPEPEeHIIUPYEMbIX COCTO-
Hui CIII MoryT OBITH PEIUANBLI TAPOTUTA B aHAM-
He3e, KOKHbIe BBLICHIIAHUSA, He BIIOJHE THUIUYHBIE
I 00CYKIAeMOT0 PEeBMATOJIOTUYECKOTO AUATHO-
3a, HETUMIUYHOE TeueHWe CYCTABHOTO CUHAPOMA,
penuauBUPYOIMUN cuHAPOM PeilHO B OTCYTCTBUU
YeTKUX KpuTepueB apyroro P3, ogHOBpeMeHHOE
HaJuuMe 1/WJIN TOCJeJoBaTeIbHAsd CMeHa CUMIITO-
MaTHUKU HECKOJbKUX P3, HaJInume runmepraMMarjio-
OyJuHeMuu, coueTaHme MoJoKuTeabHoro AH®D c
nosioxkuTesibHBIM P® u anTu-Ro anTuTenamu.

IIpu momospenuu Ha CIII y mereii B mepeueHb
00A3aTeJbHBIX 00CJIeZOBAHUN HEOOXOLMMO BKJIIO-
yaTh Y3U CHIIOHHBIX Keje3, KOTOpoe MOXKeT pac-
cMaTpUBATHCA B KaueCTBe CKPUHUHTOBOI ITpOIe-
IypPbI, CTOMATOJIOTUYECKOE 1 O(PTATbMOJOTUUECKOe
o0cieJoBaHMe B COOTBETCTBUU C MEKIYHAPOTHBIMU
peKoMeHIANuAMU, TPU HAJIUUYUHN JUMPameHoma-
TUU ¥ TUTIEPTaMMAarjao0yInHeMI T — KOHCYJIbTAIlHNIO
OHKOTEeMAaTOJIOTa, BEITIOJHEeHIEe UMMYHOXUMUYECKO-
TO aHaJ13a KPOBU U MOYH, OITPeieJIeHIIe PaCIIupPeH-
HOTO CTIEKTPAa ayTOAHTUTEJI.

Kongauxm unmepecoé: asémops. cmambvu nodmaeep-
Juau omecymcemeue PUHAHCOB0LL NodOepH KU UcCciedo6a-
HUS, 0 KOMOpoil Heo6x00umM0o coO00WUMD.
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