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C.O. Caayruna, E.C. @egopos

MOAHBIN AUATHO3 «AYTOBOCIIAAUTEABHBINI CUHAPOM»:
9YTO 3A 3TUM CKPBIBAETC?

AabopaTopus peBMaTHIeCKuX 3a60aeBaHuM AeTcKoro Bo3pacta OI'BEHY HayuHo-nccaepoBaTeABCKUHY HHCTUTYT
peBMaTororuu uM. B.A. Haconosot, Mocksa, PD

AyroBocnanurenbHsie 3a6oseBannd uian cuaapomsl (AB3/ABC) — 3To 6osblas reTeporeHHas rpym-
na 3a60J1eBaHUi, XapaKTePU3YIOIIUXCA XPOHUUYECKUM WU PEIUIHBUPYIONIUM CHCTEMHBIM BOCIAJIe-
HHEeM, IPUBOIAININM K HAaPYIIEHUsIM CO CTOPOHBI MHOTHX OPTraHOB U cucTeM opraHusma. AB3 B memu-
aTPUUYECKOH NMPAaKTHKe MOTYT CKPBIBATHCS IO MaCKOH Juxopaaku HeacHoro redesa (JIHT). B cBasu

¢ penkoctsio AB3, Hecnenmu@MYHOCTHI0 CUMIITOMATHKM M HEIOCTATOYHON WH(GOPMHMPOBAHHOCTHIO
Bpaueii pacnpocTpaHeHa 3a/iep:kKa B ocTaHOBKe quarao3a. C qpyroii cTOpoHbI, B IIOCIeTHUE TOBI IT0
Mepe pacmpocTpaHeHu:A 3HaHUI 00 AB3 pacrer uncio ciyuaeB runepauarHOCTUKU 3TUX COCTOSIHUIL.
Caeayer IOMHUTH 0 HEOOXOUMOCTHU MPOBEAEHH TUIATEIHHOr0 A depeHunaabHo-TNArHOCTUIECKO-
ro MOMCKA JJIA UCKJIIOUeHN s WHMEKINOHHBIX, OHKOJOTMYEeCKNX U APYrux 3a60IeBaHMil, IPesk/Ie YeM
3amomo3puth AB3, koTopoe Bcerma siBiseTcsl AMArHO30M McKiaodeHnd. Oco6asi HACTOPOKEHHOCTH
DOJ:KHA OBITH B IJIaHE OHKOJOTHYECKOTO IMOMCKA, U JJIHTEIbHOCTh 3a00JeBaAHUSI HEe MOMKeT OTpaHu-
YMBaTh JUATHOCTHYECKHI mpouecc. IIpuBeeHHBIN KIMHUYECKUH IPUMeD NJeMOHCTPUPYET MO3IHIO0
IUArHOCTHKY OHKOJOTHYECKOro 3a00JieBaHUS — Heilpo0JIacTOMBI IPH GOJIBIION JIUTEIEHOCTH CHUM-
IITOMOB CHCTEMHOTO BocnajieHus y pederka. IIpeacrasiaen aaroputm auaraoctuku AB3 y manueHToB

=
=
=

¢ JIHT' u gpyrumMu nposBJIeHUSIMU.
Knioueevie cnosa: auxopadka HesAcHO20 2eHe3a, AymogocnaiumesvHvie 3a601e6aHUSL, OUAZHOCMUKA,
Juggepernyuanvras duaznocmukra, Heilpobaacmoma, demu.

Hum.: C.O. Caxyzuna, E.C. @edopos. MoOHbLiL 0uazH03 «AYymosocnaniumenvrulii CUHOPOM»: 4mo 3a
amum ckpwvieaemca? I1eduampus. 2019; 98 (3): 145-150.

S.0. Salugina, E.S. Fedorov

TRENDY DIAGNOSIS OF «<AUTO-INFLAMMATORY SYNDROMEn»:
WHAT IS BEHIND THIS?

Laboratory of childhood rheumatic diseases, V.A. Nasonova Research Institute of Rheumatology, Moscow, Russia

Auto-inflammatory diseases or syndromes (AID/AIS) is a large heterogeneous group of diseases
characterized by chronic or recurrent systemic inflammation, resulting in disorders of many organs
and body systems. AID in pediatric practice may hiding under the guise of fever of unknown origin
(FUO). Due to AID rarity, symptoms nonspecificity and insufficient awareness of doctors, a delay
in diagnosis is common. On the other hand, in recent years, with the spread of knowledge about
AID, the number of overdiagnosis of these conditions has increased. It is necessary to remember
about the need for a thorough differential diagnostic search to rule out infectious, oncological and
other diseases before suspecting AID, which is always a diagnosis of exclusion. Special vigilance
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neuroblastoma, children.

AyroBocnanureabHbIe 3a00I€BaHUA /CUHIPOMBI
(AB3/ABC) — rpynma 3a6oJieBaHUII BOCIIAJIUTEIb-
HOT'O XapakTepa, OJHUM U3 OCHOBHBIX CUMIITOMOB
ABJSETCA JINXOPagKa, KOTopas MOMKET COYeTaTh-
Cs C MHOJKECTBOM JPYIUX IMPOSBICHUN: KOMKHBIX,
CKeJIeTHO-MBIIIIEUHBIX, JUMMATHUECKON CHUCTEMBI,
Cepo3UTOB, PA3JUUHBIX OPTAaHHBIX HAPYIIEHU.
O6s3aTeIbHBIM MPU3HAKOM SABJIAETCA HAJUUNE B
KPOBHU MOBBIIIIEHHBIX YPOBHEH 0CTPOda30BBIX Map-
kepoB (CO9, CPB, cuiBopoTouHoro ammaonga A-SAA
U Jp.), a TakKe OTCyTcTBUe ayToaHTuTen (AHD,
P®, AIIIIT u gp.) [1-4]. Kiraccuueckmmu 1mpen-
CTaBUTEJIAMHU MOHOTeHHBIX AB3 (cBA3aHHBIX C
MyTalureidl OJHOTO OMpPeNeIeHHOr'0 TeHa), KOTOpbie
MOTYT IOMACTh B II0JI€ 3PEHUs [TefnaTpa, PeBMaro-
Jiora M APYTUX CIEI[UAJVCTOB, ABIAIOTCI ceMeiHasd
cpepqusemMHoMopcKaa Jguxopanka (CCJI)/Familial
Mediterranean Fever (FMF), usBectnas B Poccun
TaKsKe 10/ Ha3BaHUEM «IlepuoanuecKas 00JIe3Hb»;
Tumor necrosis factor Receptor-Associated
Periodic Fever Syndrome (TRAPS), runep-IgD-
cuHIpoMm/medunur wmeBasoHaTKuHaskl (Hyper-
Immunoglobulinemia D-syndrome — HIDS/MKD),
KPUONMUPUH-ACCOIIMUPOBAHHBIE TMEPUOAUUECKIE
cuuaapomsl (KAIIC)/cryopyrin-associated periodic
syndrome (CAPS) [5]. B ocHoBe MoHOTeHHBIX AB3
JIEJKUT MPOIleCC ayTOBOCHAJIEHUs, 00YCJIOBJIEHHOTO
TUTIEPIPOAYKIMIel OCHOBHOI'O ITPOBOCHAJIUTEIBHO-
ro muTokmMHa — mHTepJseliknHa 1B (MJI1B), ¢ yem
CBsSI3aHBI OCHOBHBIE KJMHUKO-Ja00pPaTOPHBIE IIPO-
aBieruda [6—8]. C ogHOM CTOPOHBI, B CBA3U C PEA-
KocThio AB3, HecrmenupUUHOCTHI0 CHUMIITOMATAKA
U HemoJIHON WHMOPMUPOBAHHOCTHIO Bpaueil pac-
IIpoCcTpaHeHa 3a/iep;KKa B IIOCTAaHOBKE AMarHo3a.
C apyroit CTOPOHBI, B IIOCJEHIE TOABI IT0 Mepe pac-
mpocTpaHeHuA 3HaHUHN 00 AB3 pacreT unciio ciyua-
€B TUIEePIUAarHOCTUKY TUX COCTOSTHUIM.

AB3 MOryT ABIATHLCA ONHON M3 MHOTOUMCJIEH-
HBIX IPUYUH JIUXOPanKu HescHoro renesa (JIHT) B
nenuatrpudeckoit npaxktuke. Ilonarue JIHT cyime-
cTByeT ¢ 60-x romoB, Korga R. Petersdorf u P. Bee-
SON OIpeiesINJIN €€ KaK «IOBBINIeHNe TeMIIePaTyPbI
Tesa Gosee 38,3 OC, maameecsa Gosee 3 Hemelb
IPU OTCYTCTBUU AHATHO3a II0CJEe TOCIUTAIU3AIUN
B TeueHue 1 Hemenu» [9]. B manbHelimem ompesne-
JIEHUS MEHSJINCh, HO CYyTh OCTaBajach IIpPerKHeil.
CozmaBajuch pasjUUYHBbIE AJTOPUTMBI IUATHOCTH-
Ku u Bemenus namnuenToB ¢ JIHI' ¢ mcmosnbsosa-
HUEM MapaKJUHUYECKUX U Ja0OPaTOPHBIX TECTOB
[10-16]. CyuiecTByloiiue ajaropuTMbl JUATHOCTH-
Km y namuenToB ¢ JIHI' mpeamosmararoT mMcKJIOUe-
HUe IIUPOKOTO cIeKTpa 3abojeBaHUI, OCOOEHHO
9TO KacaeTcsl COUeTaHUA JUXOPAIKY C PA3INYHBIMU
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should be in terms of cancer research, and the disease duration can not limit the diagnostic process.
The described clinical example demonstrates late diagnosis of cancer - neuroblastoma with a long
duration of systemic inflammation symptoms in a child. The algorithm for diagnosing AID in
patients with FUO and other manifestations is presented.

Keywords: fever of unknown origin, auto-inflammatory diseases, diagnostics, differential diagnostics,

Quote: S.O. Salugina, E.S. Fedorov. Trendy diagnosis of «Auto-inflammatory syndrome»: what is
behind this? Pediatria. 2019; 98 (3): 145-150.

aksaHTemMamu (cMm. Tabaumy) [4, 13]. K HuM oTHO-
cATcA MHOMEKINOHHbIe 3a6osieBaHuA (0aKTepUaIb-
HBIe, BUPYCHBIE, NIapasuTapHble, CEICUC), YIeJb-
HBIA BeCc KOTOPhIX Kak mpuumHbl JIHI', mo maH-
HBIM MeTa-aHajausa 0oJiee HeCATKA WCCIeNOBAHUIM,
cocraBasger 51% [13, 16], umMMyHOIeDUITUTHEIE
cocroAHuA (mepBuuHble UMMyHOnedunuTs (ITN),
IUKJINYECKad HeNTPOomeHUs (BBIABJIEHNE MYTAIlUN
B reHe ELAN), ayTOMMMYHHBIN JuMdonporude-
patuBHBIN cuaapoM (ALPS), XLP (X-cuemnieHHOE
auMm@onpoaudepaTuBHoe 3abosieBaHUe), HaCJIEI-
CTBEHHBINI TeMo(aronuTapHbIi CUHIPOM, YPTHU-
KapHble BaCKYJIUTHI, TUIOKOMIIJIEMEHTEMUUECKUI
BackyauTt u ap.) [10-12, 17]. OrgenbHbINI WHTE-
pec TpeacTaBaAeT CUMITOMOKOMILIEKC CHUHIDPOMA
Mapmanna (PFAPA), oTHOcAuiica K MyabTudaK-
TOpUaJIbHLIM (HeMOHOTeHHBIM) AB3, mposasisaio-
muiica y pebeHKa MJIa[IIero BO3pacTa IIOBTODS-
IOIMMUCS SMUB30JaMU JUXOPAAKU B COUETAHUU C
GapuHTUTOM /TOHBUJIJIUTOM, CTOMATHUTOM, PETuU-
OHapHBIM JmMdangeHUTOM U moBbIIIeHHeM COI,
CPB. PasBurume pebeHKa MeKAy IPUCTyIaMU He
OTCTaeT OT BO3PACTHOII HOPMEI, COCTOAHIE HE CTpa-
laeT, TeueHWe CaMOOTPAHWUMBAIOIIEECs, ITPOTHO3
osmaronpuATHbi [3, 13, 18-22]. Ietu ¢ mamHOM
IIaTOJIOTHEl BHIZBIBAIOT OOJIBIIINE NUATHOCTUUYECKUE
TPYAHOCTU U AOCTABJAIOT MHOTO XJIOIIOT Bpadam,
KoTophble uxX Habiiogaior (mexmartpsl, JIOP-Bpauwm,
UMMYHOJIOTH, B TOCJEJHUE TOALI PEBMATOJIOTH).
JleueHue JOBOJILHO IIPOCTOE M 3aKJIIOUAETCSA B KYIIH-
POBaHUU HPUCTYIOB 1—2-THEBHBIM IIPUEMOM TJIIO-
koxoptukougoB (I'K) mau toHsmmmsxToMuu. Tem
He MeHee, IpeKIe UYeM OCTAaHOBUTHCA Ha NAAaHHOM
IUarHo3e, CJeAyeT WCKJIIOUUTh TaKyKe XPOHUYe-
CKUU TOHSWJIIUT C PEIUAUBUPYIOIIUM TeUeHUEM,
IIUKJINYECKYI0 HeHUTpomeHuio, 0ose3Hb Bexuera u
apyrue 3aboneBaHus. OueHb BAyKHO IMOMHUTH, UTO
y manuedToB ¢ JIHT o0sa3aTeNbHBIMU AJIA UCKJIIO-
YeHUA SABJAIOTCA OHKOJOTHMUECKUe 3a00JeBaHUS
(oHKOTEMAaTOJIOTUYeCKUEe 3a00JieBaHUSA, COJTUAHBIE
omyxoau u Ap.) (cM. Tabauity). CorysiacHO JaHHBIM
JIUTEPATYPHI, YACTOTAa OHKOJIOTUYECKUX COCTOAHUI
kak npuuuHbl JIHI' y nmereir cocraBisger OKOJIO
6% [13]. B cayuae, Korma AJUTEIBHOCTH JIMXO-
PagKU TIPEBBINIaeT HECKOJBKO Heedb, COXPaH:d-
I0TCA PEIUAUBUPYIONNE KOKHBIE BBICHINAHUA U
IPYyTUe IPOSABJIEHUA, IIPU 9TOM MCKJIOUEHBI Iepe-
YMCJEHHBIE BBIIIE COCTOAHUA, OTCYTCTBYET OTBET
Ha HECTEePOUIHBLIE IIPOTUBOBOCHAJIUTENbHBIE IIpe-
napatel (HIIBII), anTu6GakTepuaibHble, aHTUTHU-
CTaMUHHBIE U APYTHUE STUOTPOIHBIE M CUMIITOMA-
THUUYECKIEe CPEJCTBA, HEOOXOIMMO BKJIIOUUTH B KPYT
InuddepeHITUPyEeMbIX COCTOAHUN PeBMaTUUECKUe U
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HepeBMaTHuuecKue 3a00JIeBaHUA CO CXOMHOM CHUM-
OTOMATUKON (CHCTEMHBIN IOBEHUJBLHBIA apTPUT
(FOA), cuctemuble 3a00J€BaHUS COEIUHUTEIbHON
traHu (C3CT), 6osesus Cruina B3pocabix (BCB),
cuuapoM aktuBamuu Makpodaros (CAM), a Tak:xe
6oJsie3Hb DBexueTa, capKoumo3, BOCIAJIUTEJIbHBIE
3aboJsieBaHUA KUIIeUHNKA — Oosie3Hb KpoHa, si3BeH-
HbI# Kosmt) [10, 13, 14]. IlanuenTs momamamT K
PEBMAaTOJIOTY C CAMBIMU Pa3HBIMU HAITPABUTEIbHBI-
mu guarHodamu (JIHI, muddysHble 3abosieBaHUA
COEIMHUTEJIbHON TKaHW, BACKYJUT, KOJJIAareHO3 U
Ip.), u B 9% ciayuaeB peBMaTuuecKoe 3aboJjeBa-
aue (P3), meiicTBuTenbHO, ycTaHnaBiauBaercs [13].
JloBOJILHO YacToO B IIOCJeAHUE TOABI (DOPMYJIUPY-
ercd Tak:xke 3amaua uckiaouenus AB3. Ho gpaxe
mpu OOJBINONH AJUTENIBHOCTU 3a00JIeBAHUA HEJNb3s
3a0bIBaTh 0 HamboJiee YaCThIX MPUUYMHAX BOCIIAJIU-
TEJILHOTO COCTOSAHUSA ¥ pebeHKa, UTO MPeACTaBIeHO
Ha CJIeAYIOIeM KJINHUYECKOM IIpuMepe.

ITanmuentra @.M. 5 ger mocrynuia 8 PI'BHY HUNP
uMm. B.A. Haconosoii 16.04.2018 c :xanmobaMu Ha IIepuo-
IUYecKYI0 JUX0pamKy mo (ebpunbHex nudp (38,5 0C)
IPOJOJIPKUTEIbHOCThI0O 6—7 mHEl, COMPOBOKIAIOIIYIOCS
0oJIIMU B JKUBOTE, yBEJWYEHWEM DPa3MepOB 3aHelleii-
HBIX HHMq)OySﬂOB, HNHOTJa HaJleTaMKW Ha MHHOAJINHAaX,
60JIIMU B KOJIEHHBIX CyCTaBaXx U JIeBOIl ITaX0BO 06JacTu,
XPOMOTOM, KOTOPbIE OTMEYAJINCh BHE aTaK, HO yCUJIUBA-
JINCHh B MOMEHT aTaKu, CIa60CThI0, YTOMJISIEMOCTHIO.

Anavues xusHu: peberHok ot III GepemennHocTH,
TPOTEKAaBIIIEH C OTCJIOUKONU IIareHThI, II cpouHBIX POAOB
myTeM KecapeBa ceueHud. Poxmiiacek ¢ maccoii rena 3500 T,
poctom 50 cm. PanHee pasButue HOpMasibHOE. U3 comyT-
cTByIOIIUX 3a601eBaHU — afieHou bl [IpruBuTa 110 KaJIeH-
napio. U3 nerckux nHbeKIU nepeHecsia BETPAHYIO OCITY.
CeMeliHBIN aHAMHEE3: ¥ OTIIa, OpaTa OTIia U Aefa MO OTI[OB-
CKOU JIMHUU — KOXKHBIH IIcopuas, II0 peBMAaTOJOTNYeCKOHN
aTOJIOTUN U IePUOJANYECKUM JINX0PATKAM He OTSATOIEH.
B (QeBpaie
2017 r. (BospacTt 4 rofja) OTMeUeH SIM30[ IO HEMA TeMIIe-

Anavues HacTOAIIero 3a00JeBaHUA:

patypsl Tena no 38,5 9C, compoBoskpasmuiicsa 60aaMu B
mreiinoM otaese mo3dBonounuka (IIIOII), meitHoi tumba-
nenonartueit. Pacuienen kaxk mpoasienue OP3. Jleuenue
— autubuorurku. IIpomosKuTenbHOCTS snm3ona 4 KHSA.
B ampesie 2017 r. mocjie mageHus: IOSBJIeHUE MWHTEHCUB-
HBIX 0oJielli B 000MX KOJIEHHBIX CyCTaBaX HECTONKOI'O
XapakKTepa, BOSHUKAaBIIINUX B YTPEHHNUE U BeUepHUEe YacChl,
XPOMOTBI, 0€3 ONyXaHWs CYyCTABOB, COIPOBOXKAABIIIEECS
O’beMOM TeMIIepaTyphl Tena xo 38,5 0C. C 24.05.17 mo
30.06.17 obcyiemoBaHa B MHOTOIPO(DMILHOM CTAI[MOHA-
pe. Uckiaouaniach OpTONENOXUPYPrudecKas MaToJIOTUs,
3aTeM IepeBefeHa B KapAUOPEBMAaTOJOTHYECKOe OTIeJie-
uue. Ilpu o6caemoBanum: Hb 96—113 r/m, JeHKOIUTEI
7,8—10,6x109/1, COD 30—59 mm/u, CPB 5,86 wmr/m.
IlapameTpsbl GMOXMMWYECKOr0 aHAJIN3a KPOBU B HOPME.
O6muit amaau3 moum: cjaenbl Oeaka (18—205 wmr/n),
ocazoKk B HOpPMe (OJHOKDATHO SMU30J JIEHKOIUTYPUU
u spurponurypuu). TpemaHoOMOICUA KOCTHOTO MO3ra
— IAaHHBIX 3a remobJsiacto3 HeT. IIpOKaJIBIIUTOHUHOBHIN
Tect — B HOpMe. AH® u AT x ac/I[HK - orpumarenb-
Heie. O6ciemoBaHa Ha WHGPEKIIMOHHBIE 3a00JeBaHUA:
cepoJiormuecKue TecThl Ha umepcuHuu, Ch. pneumonia,
MHUKOILJIa3MBbI, JISIM6.TII/II/I, OIIUCTOPXHU — OTPHUIlaATEJbHEIE.
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Hommiep 3XOKT — 6e3 ocobernHocTeit. Y3U Tazobenpen-
HBIX CYCTABOB — HEOOJIBIIION BBIMOT CJIEBA U YTOJIIEHUE
CHHOBUAJIBHOM 000JIOUKH C ABYX CTOPOH, OOJIBIIIE cIIpaBa.
3abo/ieBaHre paclleHeHO KaK IOBEHUJIbHBIN UAMONATH-
yeckuit aprpur (FOMA), omuroapTuKyasapHbIN BapUaHT.
Jleuenue: mukgodeHAK B MHBEKIUAX D AHeHW (Ha maH-
HOM IIpemapaTe OTMeYaJICs HAWJIYYIIWA OTBET), 3aTEeM
ubynpodeHn, ObIJI HazHAUeH MeTOTpeKcaT 7,5 MI/He
napenTepanbHo. Ho ¢oHe mpoBoAMMOI Tepanmmum ucues-
HOBEHUe JUXOopangKu u Oojeil B cycraBax, HO 14.07.17
— penuguB JUXOPAaJKU, MOABJIEeHUE eJUHUYHBLIX HATHU-
CTBIX BBICBHITaHUII. MeToTpekcaT OBLI OTMeHeH (BCEro
ciesaHo 3 WHBEKIUU). [[MarHOCTUYECKUIl IIOMCK IIPO-
momskeH. Y3U TazobeIpeHHBIX CYCTABOB — JXOIPUSHAKU
CTPYKTYPHBIX M3MEHEHUU rOJIOBKY IIPaBOro Oexpa, yme-
PEHHBIH IBYCTOPOHHUI CUHOBUT. VcKiIouanach 00JIe3HB
ITepreca. 24.07.17 KT rTazo6egpeHHBIX CYCTaBOB, I'DY-
IOIMOSICHUYHOTO OT/JEJIOB II03BOHOYHUKA: CHUCTEMHOE
nopaskeHue ckejera. IIpoBomunu puddepeHIIMaTIbHBIN
OUarHO3 C 3a00JIeBAHUAMU PETUKYJI0-d9HIOTEIUAH-
HOM cucTeMbl U cucTeMbl KpoBu. 7.08.17 BBImOJIHEHA
KT Opromruoif moJsocTH, BBISBUBINAA TOJBKO yBeaUde-
HUEe TapaaopTaJbHBIX JUMMPOY3JIOB ¢ MeTpUpUKAIUEH;
crnuHTUTrpadua cresnera 1.08.17 — 6e3 maTOJOTHUECKUX
OTKJIOHEHWI; ayTOAHTUTEJIA IIOBTOPHO — OTPUIIATEIbHBIN
pesysbrar. Penrrenorpadus JierKkux — 0e3 IaTOJIOTUU.
Koucynapranua ¢rusuarpa (Tyboctreosora) 11.08.17 —
IaHHBIX 32 KOCTHO-CYCTABHOM, a0JOMUHAJIBbHBIA TYOEPKY-
nes3 Her. UmmyHorpamma 27.10.17 — Hopma. B amanmusax
KPOBU COXPAHAJUCH 3HAUUTEJIbHO MoBbImeHHas CO9,
amemus o I—II cremenu, moswimenuwsiii CPB mo 4—8
HOpM. B Koarymorpamme ot (eBpana 2018 r. — rumo-
Koaryadnus, runep@uopuHoreHeMUsd, TPOMOMHEMU,
noBeIimtenre D-gumepa xo 558 mir/mua (Hopma mo 230).
IMuaruos paccMaTpUBAJICA KAaK HEYTOYHEHHOE CUCTEMHOE
3abo0jIeBaHNEe COENUHHUTEJIBHON TKaHu. B majbHelmem
moJ’beMBbl TeMIIepaTyphl Tesia B mpegenax 88 0C ormeua-
JINCH B Hayvajle KaiKJOT'0 MecdAlla, COIIPOBOKIAINUCEH YCU-
JeHueM 0oJiell B KOJEHHBIX CyCTaBaX, 4acTo — 0OJIMU B
JKUBOTE, TUTIEPEMUEN 3€Ba U YBEJIMUYEHUEM IIIENHBIX JIMM-
doyssi0B, MHOTAA C HajJeTaMU HA MUHIAJIWHAX, IIPOJOJI-
JKUTeJbHOCTBIO 6—7 mueii. HuUKaKoro jeueHus ¢ aBrycra
2017 r. He monyuyana. Hanpasiena 8 HUUP gia uck.iio-
uyenua AB3, cucremuoro IOA. Ilpu moctymiaeHUU: pocT
110 cwm, Bec 16 kr. [JeBouKa aCTeHU3UPOBAHA, BRIPAKEHBI
NPU3HAKU MHTOKCUKANUU. [IDAKTUYECKU eKeIHEBHO —
HOABEMBI TEMIIEPATYPHI Tesa N0 CcyO(heOPUIbHBIX UMD
(B mpezenax 37,4 0C). Yepen ruzponeda bHOi (GOPMEI.
Koxka uwncras, O0aemHas. 'eHepasusoBaHHas Jumdamie-
HOIIATUA: YBEJINYEHBI Ba,Z[HeIlIefIHBIe, 3aTblLJIOYHbIE, TOH-
SWJLISIPHBIE, aKCUJLIsIpHbIe auMbysabl. Jlerkue u cepx-
e 0e3 3HAUMMBIX ocoOemHocTeii. Ileuens +1 cm HUKe
Kpas pebepHOU ayru, cejeseHka He maabnupyerca. Co
CTOPOHBI OMOPHO-ABUTATEIBHOTO ammapara: 00U [pu
ABUMKEHUN W OTPaHNYEeHNe ,Z[BI/IJKGHI/Iﬁ B JIeBOM Tas30-
OexpenHoMm cycraBe. Bce ocTajibHBIE CYCTABBI BHEIIIHE
u QYHKIUOHATIBHO coxpaHHBI. IIpm obcimenoBanum: Hs
88 r/a1, neiikonutsl 5,4x109/1, COD 48 Mm/4, TpomBO-
muTel 486x109/1, JIAT 847,2 En/ma (mopma 132—225),
ocrajgbHBIe IMOKaszaTenu B Hopme. CPB meromom Jsasep-
HOIl mMMyHOHedesomerpuu — 30 mr/a (Hopma 0—2,8),
ayToOaHTHUTEJA — OTPUIlATEeJbHBbIe. AHAJIN3 MOYM OOIIUI
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o 3

Tom 98/

B HOpMe. PeKaJTbHBIH KaJabIpoTeKTUH 10 MKTr/T (HOpMa
no 50). Tunuposaunue HLA I kmacca: HLA Al, HLA A19
(31), HLA B7 (62), HLA B17 (57), HLA Cw6, HLA Cw7,
HLA Bw4, HLA Bw6. OGciemoBaHa Ha MOHOTI'€HHELIE
AB3 (CAPS, TRAPS, HIDS) — myTranuu He BBIABJIEHBHI.
Hanuuwne xakoro-nu6o P3 nckiaioueno. PenTreHorpamma
Taza ¢ TaszobeapeHHbIMu cycraBamu 23.04.18: maArkue
TKaHU He u3MeHeHbl. KanbiiuuKaToB u Texeir (aeboam-
TOB HeT. KpecTIioBO-IOAB3OIIIHEIE CYCTABBI: BHIPAMKEH-
HBIII OUaroBbIi CYOXOHAPAJbHBIN OCTEOCKJIEPO3, CyCTaB-
HBbIEe IIOBEPXHOCTHU HEUETKUE, HEPOBHEBIE. Tazo0epeHHbIE
cycraBbl (¢ 06eMX CTOPOH): IEJU CYCTABOB HE CYKEHBbI,
CyCTaBHBIE IIOBEPXHOCTU POBHBIE, CTPYKTypa KOCTeH
n3MeHeHa — OYaroBOe pas3pe’keHue KOCTH, 0CTeO(hUTOB U
nedopmarnuit Her. KMCTOBUIHBIX IPOCBETJIEHUI KOCTHOMN
TKaHU HeT. I[IpoTpysuii roJIOBOK B BEPTIAYKHBIE BIALUHBI
HeT. AcenTUYecKOro HeKposa OeIpPeHHBIX I'0JOBOK HeET.
Opo3uil CyCTaBHBIX MMOBEPXHOCTEH U IMOABBIBUXA OeIpeH-
HBIX TOJIOBOK HeT. CMM@U3 — 0YaroBBIN OCTEOCKJIEPO3.
Juresonaruii HeT. Hemosnas cakpanusanus. uddysaoe
0YaroBoe MOBPEeXKIEHMEe KOCTell Tasa W Ta3o0eIpPeHHBIX
CyCTaBOB, TZle YYAaCTKU IIPOCBETJIEHUSA KOCTHOHM TKaHU
YyepeAyOTCSA C ydyacTKaMu yIJIoTHeHusa. HopmasbHasa
CTPYKTypa KocTell He mpociexxuBaercd. OrTmeuaercsa
HEYEeTKOCTh KOHTYPOB OTAEJIbHBIX }coc'ref/i, Ha OrPaHUYEH-
HBIX YYaCTKaX KOPTUKAJBHBIN CJIOH OeZPEeHHBIX KOCTEH
HEpPaBHOMEDPHO WCTOHYEH, 0oJjbine cmpaBa. HeGosbimoe
yBeJInUYeHUe B 00beMe JIOHHBIX KOCTell. 3aKJIoueHUe:
pPacIpoCTpaHEHHOE OUaroBoe IOpa’KeHUe KOCTell Taza u
TIOBEPXHOCTHBIX OTAEJIOB OeIpeHHbBIX KocTel (puc. 1).

ITlo maHHBIM pPEHTTEHOJIOTMYECKOTO WHCCJIEeZOBAHUSA
HYKHO OyMaTh B IIEPBYIO OoUepelb 00 OHKOIeMaTOJIO-
rudyeckoM 3sabosieBaHuu. Y3U TasobeapeHHBIX CycTa-
BOB: HEPOBHOCTH KOHTYpa TOJIOBKU B MeCTe IIepexofia B
meKy OeZpeHHON KOCTU. YILIOIeHMWe ToJIOBKU (s>d).
JKugkocTu B meeuHO-KanCcyJIAPHOM IIPOCTPAHCTBE M30BI-
TOYHOE KOJIMYECTBO HEOJHOPOLHON CTPYKTYPHI: PACCTO-
AHUe IedKa—kKamncysga 6,9 MM (Hopma Ao 5 MM, acuM-
metpusi g0 1,5 MM); cuHOBHasjbHasA o00ojouka 1,8 M,
BaCKyJIAPU3AIUA He OIPenesdeTcd.
NepUapTUKyJIAPHBIX TKaHel. B cramuonape coxpaHsda-

HeGoub1moir oTex

JUCh cy0(heOpUInTeT, MHTEeHCUBHBIE 00 B JIEBOM Ta30-
OexpeHHOM cycTaBe u JeBoM Genpe. ITonyuamna Hypodesn.
ITanmuenTka 6blIa 00C/IeOBaHA B KOHCYJIBTATUBHO-TIOJIM-
KJIUHUYECKOM OThesieHnu HaydHO-mCCIen0BaTeIbCKOT0
MHCTUTYTa IEeTCKOM OoHKojsiormu u remarosoruu HMUIL
oukonoruum uMm. H.H. Broxuna 25.04.—27.04.18. Y31
BHYTPEHHUX OpPraHOB — 0e3 martoJsioruu. IIpu moBTOPHOM
cruHTUTrpad@um ckemaera 4.18 HepaBHOMEPHOE HTOBBIIIIEH-
HOe pacmpepesieHne ocreorpornHoro P®II mpakTmuecku
BO BCEX OTZeJIaX CKeJieTa: Yepell, IO3BOHOUHUK, Tas,
pebpa, rpyauHa, KJIIOUNUIILI, JIOMATKU, IIJieYeBble KOCTH,
OeIpeHHbIe, IPOKCUMAJbHBIE OTAEJbl 00JbIIIE0epPI[OBBIX
KocTell. 3aKJIOUeHUe: BTOPUYHOE, CyOTOTaJIbHOE IIopa-
JKeHUe CKeJleTa. 3aIoI03PeHO OHKOJIOTIUEeCKOoe 3a00JieBa-
HUe (OCTPBIN JIEHK03, HEXOKKUHCKaA JuMdpoMa, HeHpo-
osacroma?). Ha ocHoBaHUM qasibHeHIIero oocae10BaHusd,
BBIIIOJTHEHHOTO II0 MECTY JKUTeJbCcTBa (0MOIICHUA KOCT-
HOIl TKaHu 0eipa, MHOTOKPATHOE IIPEBBIIIIEHWE HOPMBI
YPOBHS HeWpOHCIEeIU(UUEeCKOl €eHO0JIa3bl), BBICTABJIECH
OKOHUYATEJBHBIN AMarHo3: HelpobiacToMa HUBKOLU(D-

depennupoBanHas, 6e3 mMepBUUHOr0O ouara, IV craguu c
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Puc. 1. PacipocTpaHeHHOe 0UaroBoe nopaskeHue KocTei Taza u
IIOBEPXHOCTHBIX OT/IeJIOB OePeHHBIX KocTel y nanueHTru @.M.
5 Jer.

CY6TOTaJILHBIM IIOpaXeHHeM CKeJieTa U I1apaaopTaJlbHbBIX
AnMPOY3JI0B.

JaHHBIN cayuall [eMOHCTPUPYeT TPYAHOCTU
TOYHON AWATHOCTUKU Y JUXOpamAInero pebeHka,
BEPOATHOCTDH BBISIBJICHUS OHKOIIATOJIOTUN y IaIlu-
eHTa ¢ momospenmeM Ha AB3 make mpu IIUTEND-
HOM TeueHUU 3abosieBaHusA. VIMeOIUHACSa cycTaB-
HOW CUHADPOM, HOCAIIWI BTOPUUYHBIA XapakKTep,
OBLTT TTOBOJOM [JIA MCKJIOUeHUA P3, sOmu30abI BOC-
TaJUTEJIbHOTO COCTOSHUS HANPaBUJIU OUATHO-
CTUYECKYI0 MBICIh B CTOPOHY HCcKJIOuUeHua AB3.
IIpomossKeHHBIN TIMATENbHBIA JUATHOCTUYECKUHN
TOMCK ITO3BOJIUJI YCTAHOBUTH OKOHUATENbLHBINA A1a-
THO3, OJHAKO TNarHOCTUKA ObLia MO3aHeH.

OnwIT paboThI PEBMATOJIOTA C JIUXOPAAAIIUMU
HanreHTaMu TOKa3bIBAaeT, UTO HEOUEeBUAHOCTD AUA-
THO3a SBJISETCA TOBOJOM [JIs IIPOBEIEHUSA OUeHb
TIATeNAbHON AuPGepeHInaIbHON AUATHOCTUKY, a
momosperre Ha AB3 HO/KHO TOSBIAATHCA B TIOCTET-
HIOI0O ouepenb. M3 98 mammeHTOB, KOHCYJIBTHPO-
BaHHBIX OuHO mau 3aouHo B PI'BHY HUUP wuwm.
B.A. HaconoBoii B 2017-2018 rr., y KOTOPBIX pas-
HBIMHU CIIeI[UAJUCTAMHU TPENIoJarajoch HaJuuue
ABS3, Tospk0 ¥ 19 (19,4% ) 661 yCTAHOBJIEHBI T€HE-
TUYECKU TIOATBEPKIEHHBIE TMATHO3BI MOHOTEHHBIX
AB3. 910 3HAUUT, 4TO OOJIBIIIAS YACTL IIAI[MEHTOB
HY:KJaJach B IIPONOIKEHUU AUATHOCTUYECKOTO
morcka. Kak mmoKasbIBaeT KJINHUUECKAsd MPaKTUKA,
mpeskae ueM MHOSBATCS OCHOBAHUS IIPEAII0JIaraTh
AB3, HY:XHO OCYIIIECTBUTL TPYIAHBIN TyTh Audde-
PeHIInAIbLHO-TUATHOCTUYECKOT0 ITONCKA COCTOSHUM,
XapaKTepUu3yIOIUXCsA JUXOPATKOH M BecbMa IT0XO-
xuMu Ha AB3 cumnromamu, 0OCOOEHHO, €CJIU IJIN-
TeJILHOCTH 3a00JI€eBaAHNUA eIlle He OUeHb 00JIbIas 1 He
TIPEeBbIIIaeT HECKOJIbKO Hee/Ib. JIyulie aTo JeaTh B
YCJIOBUAX MHOTOIIPO(PUIBHOTO TETCKOTO CTaIfmoHapa
C HAJIWYMEeM Bpauel pasHbIX CIeINaIbHOCTEH.

Hamu 6nln paspaboTaH aaTropuTM, KOTOPOMY
HYKHO CJIeJJOBaTh, IpesKae ueM 3amomo3puth AB3
(puc. 2). B mepByio ouepenb ciaeqyeT HCKJIIOUUTH
Ipyrue 3ab0JieBaHusA, O UeM OBIJIO M3JI0KEeHO BhIIIIE.
Y mamuenTa, nMmeroIiero 3 u 6oJiee SMU30J0B JIUXO-
panxku 3a 9—12 MecsAIleB B COUETAHUU C KOKHBIMU
BBICBITTAHUAMU WU APYTUMU CUMIITOMAaMU, TTOBBI-
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ITauuents! ¢ JIHT u xpyruMu nposiBJICeHUAMA

Hckmouenne Wu@eryonucr,
MHQEKINOHHBIX, OHKOI'eMaToJIOoT,
OHKOJIOTUYECKUX, OHKOJIOT, I'eMaToJIoT,

OHKOTeMATOJIOTHYeCKUX, | > MMMYHOJIOT,
NUMMYHOAe(DUIUTHBIX, aJL1eproJior
aJIIeprudecKux 1 APyTrux

3a00JIeBaHUH l

Jleuenue coryiacHO
PEKOMeHAAIuAM

HckmroueHs! Apyrue
3ab0sIeBaHUs
Ywucio S1In30/0B INXOPAAKHI
>3 3a 9—12 mecsrieB
IToBermenne CO3 >30 MM /4

Pesmarosior niu
askcmept o AB3

CPB >20 mr/x I‘gHeanecxoe
Ayroanturena (P®, AHD) — obcienoBanue
IIpu ycraHoBIeHUN
OTPHIIL. NG o
Her orBera Ha AB3 sieuenue
aHTHOAKTEepHATbHbBIE, COrJIacHO
AHTUTUCTAMMUHHBIE IIPeTapaThl DPEKOMEHAAIUAM
Orger Ha 'K
BepuyTbes

K IIOBTOPHOMY

VCKJIIOUEHUIO IPYTUX
Bce 3abonepanus 3aGoseBanyi,
WCKJIIOYeHBl, B T.4. AB3 BT.4.
l OHKOJIOTHIECKIX

10% manumenTos ¢ JIHI' — mpuumnHa He yCTaHOBJICHA,
Heo0X0aMO HAOJIIoAeHe

Puc. 2. Axroputm muarsoctuxu AB3 y manuentos ¢ JIHT u npy-
THMH IIPOABJIEHUAMH CHCTEMHOTO BOCIAJIEHU .

IIeHre YPOBHS OCTPO(A30BBIX PEAKTAHTOB MPU
OTCYTCTBUM MAapKepPOB ayTOMMMYHUTETA, HE OTBe-
YAIOIero Ha IPUMEHEHNe Pa3JIMYHBIX STHOTPOII-
HBIX IIPENAapaToB IPHU IIOJOKUTEJILHOM OTBETE Ha
BeeZieane I'K, ecTh OCHOBaHUSA IJIA WMCKJIIUYEHNS
AB3. OxoHuare/ibHasA OUATHOCTHUKA C 00g3aTeNb-
HBIM MPOBEIEHUEM MOJEKYISIPHO-TEeHETUUECKOTO
TECTUPOBAHNSA, Ha3HAUEHNE TePAIINN JOJIKHBI IIPO-
BOOUTBLCA dKcIepTamMu B ooaactu AB3.

Takum obpasom, aumarHo3d AB3 mom:keH Bcer-
Ia OBITH AMArHO30M HCKJIIUeHUdA. JIuxopamamiumit
manueHT He obsas3aTenbHo uMeeT AB3, uTo ciemgyer
IIOMHHUTL IPHU IMPOBeAeHuU AudepeHInaIbHOro
nuarHosa (cMm. Tabauity). Oco6eHHYI0 HACTOPOKEH-
HOCTB CJIEAYET IPOSIBJIATE B ILJIaHEe OHKOJOTUYECKO-
r'o IIOMCKA HEe3aBUCUMO OT AJINTEIbHOCTHU IIaTOJIOH-
YEeCKOTr0 IpoIiecca.

Hcmounuk ¢purancuposanus: He YKa3aH.

Kongauxm unmepecos: agmopul 3aa68usu 00 omeym-
CMEUU KOHPIUKMA UHMepecos.

Brazodaprocmsv: agmopul 6bLpaxa0m npusHamenb-
Hocmb H.I'. Borvgh) 3a nomowb u yuacmue 8 duazHocmuye-
CKOM npoyecce, 6 6e0eHUU NAyueHma u npedocmagieHul
UHGOpMaAyUU MeOUYUHCKO20 XapaKmepa.

Salugina S.O. @ 0000-0003-3689-431X
Fedorov E.S. @0000-0003-2671-1655

Tabaruuya

OcHOBHBIE NPUYNHBI TUXOPATKHU M CHINN y mereii [4]

HNuderunonnsie 3a601eBaHNA U HX BO30Y UTEIN

Bakrepuanbubie

B-reMOJMTHYECKUI CTPEIITOKOKK

Boppenuu

Pukertrcun

Mukomniazma

Bapronenna

CaJsibMOHeJIIa

Treponema pallidum (BpoKIeHHBIN cudUINC)

ITapasutapubie

Toxcommazma

BupycHbie

BosbynuTenn nHQEKITMOHHBIX 9K3aHTEM V IeTeil
ITapBoBupyc B19

OHTEPOBUPYCHI

AneHOBUDYCHI

ITuTomeranoBupyc

Bupyc Sumreiina—Bapp

HAV, HBV, HIV

BocnanurenpHbie 3a001eBaHUA

Myabprudarxropuanbusie P3

CucremMHas KpacHasl BoJIYaHKa, cucteMublii FOA, 601e3HB
KaBacaku, BaCKyJIUTHI, CADKOUI03

Mouorennsie AB3

FMF, MKD, TRAPS, CAPS (FCAS, MWS,CINCA/NOMID,
CANDLE)

OnKoJiornyeckue 3a001eBaHUA

OHKOTeMaToJoruuecKre 3a00JIeBaHmI s

OcTpsrit 1nMDOOIACTHBIN JIEHK03, TuMdoma

OmnyxoJieBble 3a00JIeBaHU ST

Heiipo6acToma
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