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AHHOTALOMUA

Beenenue. Cunapom Mapiuasia, Takxe uzBectbiit kak PEAPA-cunapoum (the syndrome of periodic fever, aphthous stomatitis, pharyngitis
and cervical adenitis), siBnsercst popmMoii ay TOBOCIAIUTEIBHOTO 3a00JICBaHUs, KOTOPOE MPOSBIISICTCS TIEPHOINYESCKON TUXOPATKON, ahTO3-
HBIM CTOMaTHTOM, (papHHTHUTOM U/WJIN TUM(ATEHUTOM IIeH. DTO OJHO U3 CAMBIX PaclpoCTPAaHEHHBIX IETCKUX ay TONMMYHHBIX 3a00J1eBa-
HUH, ¥ 9aCTO OCTAETCsl HEUATHOCTUPOBAHHBIM M3-32 HE3HAHMSI KIIMHUYECKHUX MPH3HAKOB. [109TOMY MOXHO MPEAION0KHUTE, YTO CHHIPOM
Mapiuainina BcTpedaeTcs: Topasjlo yalle, 4eM JuarHoctupyercsa. HayuHnas cTaTes onucbiBaeT KIMHUUYECKUH cityuyail cuHapoMa Mapiaiia
y IATHIIETHErO MalbunKa. B Hell mpoBeseH peTpOCHEKTHBHEIN aHAIN3 aHAMHe3a IMAlMeHTa, XapaKkTepa TeUeHHs 3a00IeBaHus, Pe3yIib-
TaTOB JIA0OOPATOPHBIX M MHCTPYMEHTAJIBHBIX HCCIICOBAHUIL, a TaKKe ONMUCAHO JedeHHe. HecMoTpst Ha CIIOKHOCTH JTaHHOW HaTOJIOTHH,
JOCTHTHYT MOJIOKUTENBHBIA PE3yJIbTaT B JIeUeHUH peOeHKka. Onucanue KJIMHUYECKOro ciayydast. [[sSTuieTHUN Manb4uuK OBbLI 10CTaBICH
B KapAUOPEBMATOJIOTMUECKOE OT/IENICHNE B TOCYAAPCTBEHHOE OO/KETHOE yUPEX ACHHE 3ApaBOOXpaHEHHS «JleTcKast KpaeBas KIMHUYECKas
OonpHUIIa» MUHNCTEPCTBA 3ApaBOOXpaHeHUsT KpacHOmapckoro kpast st 00CIef0BaHUs U yTOYHEHHSI AUarHo3a. PoquTenn manpunka xa-
JIOBAJIMCH Ha IIEPHOJMYCCKOE MTOBEIICHNE TEMIIEpaTyphl Tesla y pederka. Bo BpeMst pUCTYIIOB JIMXOPaIKU B aHAIM3aX KPOBH OTMEYaIcs
JIEWKOIIMTO3, YBEITHUCHHE CKOPOCTH OCEJaHMsI SPUTPOLMTOB U MOBBIIICHUE YpoBHS C-peakTUBHOTO Oeska. [locie OKOHYaHuUs MPHUCTYTa
BCE MOKA3aTeIH MPUXOAUIn B HOpMy. M3 aHamMHe3a cTasio U3BECTHO, YTO B TE€UCHME MOCIECTHUX TPEX MECALEB MAJTbUMK HEOTHOKPATHO
TOCHHUTAIU3UPOBAJICS B OONBHHUILY C PA3JINYHBIME 3a00neBaHIsAMH. KOHCYIBTHPOBAH 10 IMHUYU CaHABHAIUY, IIPEABAPUTEIBHBIA INAarHO3
«IOHomecknit apTpUT, CUCTEMHBIN BapHaHT. AyTOBOCIAIHTENbHOE 3a0oneBanne?y. JlabopaTOpHbIE HCCIICIOBAHUS BBISIBIUIM Y MaJIbuu-
Ka aHTHHEHTPO(UIbHBIC ITUTOIIa3MaTHUCCKHEe aHTUTeNa K poTtenHase-3 (CANCA), k muenonepokcuaase (pANCA) u aHTHHYKJICapHbBIC
antutena (ANA) B tutpe 1/160. ns nuddepenunanbHOl AMATHOCTUKE OBUIO MPOBEISHO MeHETHYEeCKoe 00CleI0BaHIEe HA CEMEUHYIO
CPEIM3EeMHOMOPCKYIO JINXOPaAKY, OAHAKO MyTalnil B 9K30HaX BTOPOTO, TPETHETo, MATOro u aecsitoro rerka MEFV o6napyxeHo He ObL10.
B nrore ManpuuKy OBLT ITOCTaBJICH THATHO3 « AyTOBOCHAJIHTEIbHOE 3a00neBanue. Cuaapom Mapimaniay. PeOeHKy Ha3HAUMIH TEPaIHIo
TIIIOKOKOPTUKOCTEPOUTHBIMH IIperapaTaMu 1 UMMYHOJCIIPECCaHTaMM, KOTOpasl Jajia HOoJIOXKUTeNbHbIH 2 dekt. [Tocne BbI3qopoBIeHHS
MaJbYMK OBIT BHIMHMCAH M3 OONBHUIBI 10 HAOIIOACHUE TEeANATPa 10 MECTY JKUTENbCTBA. 3akja0denne. TpylHOCTH B JEUEHUH TaKUX
OOJIBHBIX 3aKJIIOYAIOTCS TIPEIK/IE BCETO B BEPUPHUKAINN JNATHO3a, HOCKONBKY Ha PAHHUX CTAJUSAX KINHHUSCKUE CHMIITOMBI MOHOT€HHBIX
($opM ayTOBOCTIATUTEIBHBIX 3a00JI€BaHUIl M JPYyTHUX 3a00JIeBaHUN MOTYT OBITH CXOJHBI ¢ CHHApoMOoM Mapmaia. [larmuenTs! noxBepra-
I0TCS HEOIPaBJIaHHONH MaccOBOW aHTUMUKPOOHOH Tepanuy, YTO IPUBOAUT K yXYALICHUIO KaueCTBa UX JKM3HHM Ha MHOTHe Toxbl. HecBoes-
peMeHHast TOCTaHOBKA JMarHo3a He MPUBOAUT K HEOJIaronpusITHOMY UCXOAy MU HHBAJIUHOCTH B CBSA3H C JOOPOKAYECTBEHHBIM TEUEHUEM
3a00NeBaHUSI.

KJIFOUEBBIE CJIOBA: ayToBocnanutensHble 3a00neBanus, cuHapoM Mapmania, cuaapoM PFAPA, meprnonnueckas nuxopaaka, TXo-
pajika HesICHOTO I'eHe3a
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ABSTRACT

Background. Marshall syndrome, also known as the PFAPA syndrome, is an autoinflammatory disease characterized by periodic fever,
aphthous stomatitis, pharyngitis, and cervical adenitis. This widely common pediatric autoimmune disease often remains undiagnosed due
to a lack of knowledge about its clinical features. Therefore, it can be assumed that Marshall syndrome is much more common than it is
diagnosed. We describe a clinical case of Marshall syndrome in a five-year-old boy by retrospectively analyzing the patient’s anamnesis, the
course of the disease, the results of laboratory and instrumental studies. The treatment approach is also presented. Despite the complexity
of this pathology, a positive result in the treatment of the child was achieved. Clinical case description. A five-year-old boy was admitted
to the Cardio-Rheumatology Department of the Krasnodar Krai Children’s Regional Clinical Hospital for examination and clarification of
the diagnosis. The patient’s parents complained of recurrent episodes of fever. During such episodes, the child’s blood tests revealed leuko-
cytosis, increased erythrocyte sedimentation rate (ESR), and increased C-reactive protein levels. After the end of the episode, all indicators
returned to normal levels. The anamnesis showed that, during the previous three months, the boy had been repeatedly hospitalized with
various diseases. The preliminary diagnosis was “Juvenile arthritis, systemic variant. Autoinflammatory disease?”. Laboratory studies re-
vealed antineutrophil cytoplasmic antibodies to proteinase-3 (CANCA), to myeloperoxidase (pANCA), and antinuclear antibodies (ANA) in
atiter of 1/160. For differential diagnosis, genetic screening for familial Mediterranean fever was performed; however, no mutations in exons
two, three, five, and ten of the MEFV gene were found. As a result, the child was diagnosed with “Autoinflammatory disease. Marshall syn-
drome.” The prescribed therapy with glucocorticosteroid drugs and immunosuppressants produced a positive effect. After recovery, the boy
was discharged from the hospital under the supervision of a pediatrician at the place of residence. Conclusion. Difficulties in the treatment of
such patients lie, first of all, in the verification of the diagnosis. Indeed, at early stages, the clinical symptoms of monogenic forms of autoin-
flammatory diseases and other diseases may be similar to Marshall syndrome. As a result, the patients are subjected to unnecessary massive
antimicrobial therapy, resulting in deterioration of their quality of life for many years. Untimely diagnosis does not result in an unfavorable
outcome or disability due to the benign clinical course of the disease.
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BBEJEHUE

Cunnpom Mapmamna (PFAPA-cunapom (the syndrome of
periodic fever, aphthous stomatitis, pharyngitis and cervical
adenitis)) — 3TO EPUOAMYCCKUIT CHHAPOM, KOTOPBIA OTHOCHUT-
sl K ayTOBOCIIATUTENbHBIM 3a00seBanusM (AB3) u BkimrouaeT
B ce0s smxopanky (Periodic Fever), hbapunrur (Pharyngitis),
weiHblit muMmbanenur (Cervical Adenitis) n adro3Hbll CTO-
Matut (Aphthous Stomatitis) [1-3]. Ilo mocneqHIM TaHHBIM,
AB3 oTHOCSTCSI K IEPBUYHBIM UMMYHO/IE(DUIINTAM, KOTOPbIE
CBSI3aHbI C TEHETHUECKUM Je(EeKTOM, NPU HAPYILICHUH B3au-
MOJICHCTBHUS PETYISTOPOB BOCIAICHUS, B OTCYTCTBHE IIaTO-
TeHHOTO TeHa [4].

Takwe manMeHTs IPUXOAAT Ha MPHUEM K PEeBMarojory, Io-
CKOJILKY KOMIUIEKC CHMITOMOB CHCTEMHOTO BOCTIAJICHHS, Xa-
pakTepHbIit 1151 AB3, 4acTo HalmOMHUHAET MPOSBICHUS peBMa-
THYECKHX Ooyie3He [4].

Bnepssie aToT cunipom 0611 onricad B 1987 . G. S. Marshall
u ero koureraMu. OHE OOHAPYKHUIN KIMHUYICCKHE TPU3HAKH
y 12 manueHToB, KOTOPHIC HCIBITHIBATIH TU30JUICCKHC TTPH-
CTYTIBI JIMXOPAJKH C YACTOTOM OT 2 710 12 Hefenb 1 POI0JIKH-
TEIBHOCTHIO OT 3 710 5 mHe#t. JImxopagka cCHEUMaack TOIBKO
Tocje MpremMa KOPTUKOCTEPOUI0B. BOIBITMHCTBO MaMeHTOB
BMECTE C JIMXOPAIKOW CTpajaiv aHTHHOH, aTO3HBIM cTOMa-
THATOM, TUM(aieHonaTuel, abTOMUHAIEHBIMU OOJISIMHU, O3HO-
OOM U TOILTHOTO# [5—8]. DIHIeMHOIOTHYEeCKHIE UCCIICIOBAHS
eIMHUYHBI, T03TOMY TOYHAsI PaCIIPOCTPAHEHHOCTh CHHAPOMA
Mapiuasmia He u3BectHa [9]. CUHIpPOM BCTpedaeTcsi BO BCEM
MHpE, TPUYEM YaCcTOTa €r0 BBISIBICHHUS HE 3aBHCUT OT KJIMMa-
TUYECKUX MOSICOB M ITHUYECKUX TPYII. YacToTa perucTparun
cuHApoMa B Mupe coctasisieT 2,3 Ha 10000 nereit. 3abonesa-
HUE Yalle BCTPEYaeTCs Y MaJBIUKOB B BO3pacTe OT 2 110 5 JIeT,
XOTSI OIMCAHBI M CIy4au ¢ Ooyiee paHHUMH WM HO3IHUMH
MPOSIBICHUSIMU (B3pOCTbIC TMAIMEHTHI), a TAKXKE CEMEHHbIE
ciydau [10, 11].

OcratoTcs 10 CHX TOp HEIOCTaTOYHO W3YUYEHHBIMU OTH-
OJIOTHSI W TIaTOTeHe3 3a0oJIeBaHMs, HO, HanOojee BEpOSTHO,
OHM UMEIOT NOJM3THONOrnYecKyto npupoay [12]. Cunapom
XapaKTepu3yeTcsi TEePUOJMYHBIMU TPUCTYNAMHU JIUXOPAIKH
1 ayTOBOCIIAJUTENBHBIM (DEHOTHUTIOM, XOTS €0 0COOEHHOCTh
COCTOUT B OTCYTCTBUHU MyTallMM KOHKpPETHOro reHa [13].

Hapymieane ayToTonepaHTHOCTH — OfHA U3 IJABHBIX Xa-
PAKTEpUCTHK ayTOMMMYHHBIX 3a0oieBaHuil. OCHOBHBIM Me-
JIMaTOPOM BOCIIAJICHHS ¥ CBSI3aHHBIX C HUM PEaKIUi sBIIsIETCS
naTepneikn-1 (IL-1) [14, 15]. MexaHu3m cBsi3aH C BpPOXKICH-
HOW JTUCHMMYHOPCTYISIUCH, PEryisueii HH(IaMMacOMbI
U NUTOKUHOBOH auchynkuueii. MadaamMmacoma mpeacTasis-
eT c000if KOMIIIIEKC MYJIBTHIIPOTCHHOB, HAXOSAIIUXCS B IIUTO-
iasme HeitpoduinoB u makpodaros. [Ipu B3aumoneicTBin
KJIETOK OpraHW3Ma C AHTUTEHAMH MPOMCXOMUT aKTHBALIUSA
00pa3oBaHMs ¥ BBIJCICHUS ITPOBOCHAIUTEIBHBIX IIUTOKHHOB
[16]. Cunapom Mapiania Takke CBA3aH ¢ HAIUYUEM TaKUX
MHUKPOOPTaHWU3MOB, KaK BHpyC JmmreitHa — bapp, mateHt-
HBIC BHPYCHI repreca 1-ro u 2-ro THUIOB, LIUTOMETAIOBHPYC,
Borrelia v 6akrepuii cemeiictBa Brucellaceae [9]. Mukpoo6uo-
Ta MUHJIQJIMH TaKXKe PacCMaTPHBACTCs KaK BO3MOKHBIN TPHUT-
rep sl Pa3BUTHSI IPUCTYIIA JIMXOPAJIKH, HO POJIb KOHKPETHBIX
MHKPOOPTaHHU3MOB ITOKa He Toka3ana [17].

B mHacrosmiee Bpemsi HCCIEYIOTCS Ppa3iWYHBIE TEHBI,
MIPE/INIONIOKUTEIFHO OTBETCTBEHHBIE 3a pa3BUTHE 3a0olie-
Banmst (MEFV, CARDI15, TNFRLA u NLRP3 u npyrue)
[18, 19]. Ceszannble ¢ nHpIaMMacoMoll (B OCOOCHHOCTH
NLRP3 u MEFV) ocoOble BapHaHTBl T€HOB IO3BOJISIOT
MPENIONIOKUTh UX POJib B Lienouke narorenesa [20]. B cuy-
Yae 3/J0pOBOTO OpraHU3Ma MMMYHHBIC KIIETKH CHPaBIISIOTCS
¢ BBICOKOU KoHIeHTparmei [L-1, Ho B cimygae AB3 cTpykry-
pa uHpIAMMacoMbl Ha T€HETHUECKOM YpPOBHE HapyIllaeTcs,
YTO NMPHUBOJNT K MEPHUOIUUECKOM MMAaTOIOTUIECKON aKTHBALIUH
6e3 Bo3/eiicTBYSI BHEITHHUX (DAKTOPOB M M30BITOYHOM MPOIYK-
nuu [L-1, ¢ KoTopoit IMMyHHAas! CHCTeMa He MOXKET CTIPaBUTh-
cs[21,22].

B Hauane ouepesHOTrO MPHCTyIa MAlMEHThl MOTYT MOYYB-
CTBOBaTh OOIIyI0 CJIA0OCTbH, TOBBIMICHHYIO YTOMIISIEMOCTB
U Pa3IpakKUTENbHOCTb, HO XapaKTEPHBIH KaTapajbHbIH CHUH-
JIpoM OTCYTCTBYeT [23]. B monoBuHE CirydaeB poANTENH MAIH-
€HTa MOT'YT NIpeJ/CcKa3arh JeHb Hadaia CIEeIYIOIIEro Mpucry-
na. JIIMTeNbHOCTh WHTEPBAIOB MEX/Y MPHCTYIAMH MOXKET
BapbUPOBATh OT 2 10 7 HENENb M CO BPEMEHEM YIUIMHSATHCA.
®deOpusibHast ataka OOBIYHO MPOXOMUT uepe3 3—6 mueit. Ha-
nbonee pacnpoctpaneHHsle cumnToMbl (70-90% ciyuaes)
BKJIFOYAIOT (DAPMHTUT WM TOH3WUINT U JUMQAJCHUT IICH.
AQTO3HBI CTOMAaTUT HAOMIOMACTCS Y TOJOBHHBI NAIIMEHTOB
B IIEpBbIH JeHb npucryma. [locie mpucryna HaOmromaercs
ObicTpoe pazperieHue JIUMQaIeHONaTHH, HOPMaIU3aIHs Jia-
OoparopHbIX moka3zareneit [10]. B mpoMexyTkax MexIy 31u-
30/1aMU JTUXOPAJIKU y A€Tel CHMITOMBI OTCYTCTBYIOT [24].

Gary Marshall npemmoxwn xputepun 3a00IeBaHUA, TI03XKE
Kenneth Thomas memuoro momudunmposan ux [10, 23]. Je-
OTOT TMXOPAZOYHBIX SMTU30]]0B HAOMIOTAETCS Y IeTeH B BO3pa-
CTE 710 5 JIET C NOBTOPSIIOIUMHUCS HHTEPBAJIAMHU B IIPOMEXKYT-
ke oT 26 10 30 mueit. [Ipu 3TOM He OTMEUalOTCs MPU3HAKH
OCTPBIX PECHHUPATOPHBIX 3a0oieBaHMi, OJHAKO oOIIee co-
CTOSIHUE MOXKET OBbITh HapylIeHO B COYCTAHHU C TOH3MJLIH-
TOM, (DapHHTHTOM, MICWHBIM ITUMQAICHUTOM H a(pTO3HBIM
CTOMAaTUTOM. AHAJIN3 KPOBH MOKA3bIBACT HAJIMYUE MapKepOB
OCTpOTO BOCTIAJICHHUS, TAKUX KaK JICHKOIMTO3, HelTpoduIes,
MOBBILIEHHAsT CKOPOCTh OCEIAHMsl IPUTPOLUTOB M YPOBEHB
c-peakTUBHOTO Oenka. JleueHHe ITFOKOKOPTHKOCTEPOHIaMU
Jaet ObICTphI 3(PQEeKT B KyMUPOBaHUM JIMXOPAAKH. Mexay
AMU30J]AMH JIMXOPAJIKU CHMITOMBI 32a00JI€BaHMsI MTOTHOCTBIO
OTCYTCTBYIOT. PU3HYECKOe U HEPBHO-TICHXUYECKOE PAa3BUTHE
peOeHKa HaXomsITCS B HOPME, a K MOAPOCTKOBOMY BO3pacTy
MIPOUCXOUT MOIHOE BBI3OPOBIICHUE.

VY HEKOTOPHIX MAaIMEHTOB TAaK)Xe OTMEYACTCS YMEPEHHOE
MOBBIIICHUE YPOBHs uMMyHOTIT0OyIHHa A (IgA) 1o 300 mr/i.
Bupyconorndeckne u 0aKTEepHOIOTHYECKHE HCCIIETOBAHMS
OOBIYHO HE UCTIOJB3YIOTCS JUISI PYTUHHBIX JHAarHOCTHYECKUX
IeNe, Tak Kak OHH HE JIAl0T XapaKTEPHBIX pPe3ysbTaToB. Jluar-
HO3 CHHJIpOMa OOBIYHO CTaBUTCS MO-OBICTpOMY (3a 2—4 vaca)
CHIDKCHHUIO TEMIIEpaTyphl IOCIE MpHeMa IPEAHU30I0HA
(1 mr/kr) n orcyrcTBuIo 3(h(eKTa oT aHTHOAKTEPHATIBHON Te-
pamuu [25].

[locraHoBKa AMAarHo3a OCHOBBIBAETCS HA KIMHUYECKUX
KPHUTEPUSIX U UCKITIOYEHHUHU JIPYTHX BO3MOXHBIX IPUYHH MEpPH-
ouecKoi mxopanku [25].
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[Mpn muddepennmanbHoil AMarHocTHKe cUHApoMa Map-
majuia HeoOXOIMMO YUYHUTHIBAaTh APYTHE ayTOMMMYHHBIC 3a-
OosieBaHUs ¢ PELUAMBUPYIONICH JTMXOPAJKOH, TaKUEe KaK ce-
MelHasl Cpeau3eMHOMOpCKas Juxopaaka, cuaapom TRAPS
(TNF-penentop acconmuupoBaHHBIA TNEPUONUIESCKAN CHH-
IpOM), CHHIPOM THIepuMMYyHODToOymmHemMun D u np. [26].
AB3 HepeKo UMEIOT CXOACTBO MEKIY APYT APYTOM, TIOITOMY
JUIst Bepr(UKanuy 3a00JeBaHIN BaXXHO BBISBICHHE MYTAIlUH
B MPUYMHHBIX TeHax [13].

CeMeliHasi CpeAU3eMHOMOpPCKAs IUXOpajKa MopakaeT mpe-
HMMYIIECTBEHHO JIIOZICH B OTIPEICICHHBIX perHoHax (apadckue
crpanbl, Apmenusi, Typuusi, 3paniis), orHako MoKeT HaOI0-
JathCsd W B JIPYTHX MecTaX. XapaKTepeH ayTOCOMHO-IOMH-
HaAHTHBII THIT HACJIEJOBAaHUs, MPUYMHA KPOETCS B MYTallHH
B reHe MEFV. OcHOBHBIC KIHHHYECKHE MPOSBICHUS CBS3a-
HBI ¢ snu3oaamu Juxopanaku (10 40 °C u BbIlIE) MPOAOIKU-
TEJIBHOCTBIO OT 6 110 96 yacoB, MHTEpBaAJIbl MEKIY aTaKaMu
COCTaBIISIIOT 3—4 HEAEH; MPOSABISIIOTCA OCTPON abJOMUHAIIB-
HO1 00JIBI0, OCTPOT OONBIO B TPYIHON KIICTKE; IPUTEMATO3HOH
CBHITIbIO Ha TOJICHSIX M CTOMAaX; Ternaro- 1 cryieHoMeranuei. Te-
parnusi KOJIXMIMHOM YMEHBIIIAECT YacTOTy MPUCTYIIOB M BBIpa-
JKEHHOCTD 3a0oneBanus [26].

CunzmpoM TunepuMMyHornoOynuHemMun D siBisercs pen-
KUM 3a00J€BaHHEM, KOTOPOE MPOSBISETCS NEPHOTUUECKON
JIUXOPaJKOH M AeUIHUTOM MeBaJoHaTKHUHA3bl. OH 00bIU-
HO HAYMHACTCSl B MEPBBbIC 6 MECSIEB KM3HU U HPOSBISETCA
B BHUJIC BBICOKOH JIMXOPAJIKNA C 03HOOAMH, MPOJOJIKUTEIHHO-
CTBIO OT 3 10 7 mAHEH, KoTopast MOBTOPSIETCS pa3 B 2—6 HEIelb.
B GonpmiMHCTBE CilydaeB JMXOpajika COINPOBOXKIACTCS IICH-
HOW NUMQOaZeHOIaTHEe OMHO- WM IBYCTOPOHHEH, Oones3-
HEHHOW IISTHHUCTO-TIAITYJIE3HOW CBINbBIO, OOJIBI0 B YKHUBOTE,
YBEIMUCHNEM CEJIC3€HKH M TIEUCHH, a TAaKKEe apTPajrHsMu,
pBOTO# U uapeeii [22, 26].

TRAPS (Tumor Necrosis Factor Receptor-Associated
Periodic Syndrome) — 310 niepuoiMuecKuii CHHIPOM, CBsI3aH-
HBII ¢ MyTamuell reHa perenTopa (akropa HEKpo3a OITyXOJH
(TNF) u BeBannbii Mytanueil reHa TNFRSF1A. Dtor cun-
JIPOM TIPOSIBIISICTCS] TIEPHOJMYECKUMHI JITH30/IaMH JIHXOPAKH
TIPOIOJKUTETBHOCTBIO OT 7 110 21 JTHS, CONPOBOXKIAIOIITUMUCS
00JIE3HCHHBIMH SPUTEMATO3HBIMU BBICHIITAHUSAMU Ha KOXE, Te-
PUOPOUTAILHON SPUTEMOM, aPTPAITUIAMH UITH APTPUTOM, HHOT-
Jia ¢ OOJISIMU B KMBOTE U TPY/IM, @ TAKXKE ITOBBIIIICHUEM yYPOBHS
octpodazoBsix Mapkepos (COD, CPB, csIBOPOTOYHOTO aMHIIO-
naa A — CAA), npu 3TOM OTCYTCTBYIOT ayToaHTHuTena [27].

B neuennn cunapoma Mapiuasuia OCHOBHAsI 3a1a4a BKIIIO-
yaeT B ceOs yBeJMYEHHE WHTEPBAIOB MEXIy 000CTpEeHUS-
MH U KOHTPOJb (heOPHUIBHBIX aTak. | TFOKOKOPTHKOCTEPOUIBI
(npenHn30510H B 03¢ 1—2 MI/KI/CYT) MOMOTaOT CHSTH CHUM-
MITOMBI B TEUEHHE HECKOJIBKUX YaCOB. JTO TAK)KE YMEHBINACT
TSHKECTh MPUCTYIOB M YBEIWYHUBACT MEPUOI] MEKIY U307~
mu uxopazaku [10].

CortacoBaHHbBIN IUTaH JICYCHHUS, Pa3pabOTaHHBIA HCCIICHO-
Barenbckoit rpynmoit «Childhood Arthritis and Rheumatology
Research Alliance» (CARRA) B 2020 roay, BK/IrO4aeT B ceOst
YeThIpe OCHOBHBIX CTPAaTErMU: aHTHUIIUPETHUYECKYIO TEPAIHIO
JUIL TIPEKpAIeHHs] MPUCTYIIOB 3a00JIeBaHUs, NPUMEHEHHE
ITFOKOKOPTUKOCTEPOH/IOB, MPOQHIAKTUIECKOE JICUCHUE IH-

MCTUJIMHOM HJIM KOJIXHMIIMHOM, a TaKXC TOH3HJIJIDKTOMHIO
B Ka4eCTBE OTACIHHON MPOIEAYPHl WIA B COYCTAHUU C ajie-
HOMJIOTOMUEH. B mpomioM NUMETHINH HCITONB30BAJICS B Ka-
YecTBE MPO(UITAKTHIECKOTO JCUCHUsT CHHIpoMa Mapimarmia,
OJTHAKO TETIePh €ro MPUMEHEHHE ITOYTH MpeKpameHo. Hekorto-
pBI€ UCCIICIOBAHMUS TIOKA3aJIH, YTO UCTIOIH30BAaHNE KOJIXHUIIMHA
yBeJ’II/I‘II/IBaeT HpOMe)KyTKI/I Me>1<11y HpI/ICTyHaMI/I 3360HeBaHI/IH,
YTO JICNIACT ero MpenapaToM BTOPO JTMHUY [T CHIDKCHHUS Ya-
CTOTHI aTak [28].

CunppoM Mapmania cuutaeTcst JOOpOKaYeCTBEHHBIM 3a-
OomeBanmem cpenn Bcex AB3. Uepes 4-8 mer nabmromaer-
Csl CIIOHTAaHHOE HMCYE3HOBEHHE €r0 NPOSBICHUH, B OTIMYHE
OT JPYTUX ayTOMMMYHHBIX 3a00J€BaHuUil, He MPUBOINT K pa3-
BUTHIO aMujIon103a [28].

KJIWHUYECKUMN IIPUMEP

Nudpopmanus o nanueHTe

[MaupenT Y., Manpyuk 5 JeT, NOCTyNHII MEPEBOAOM U3 TO-
CYIapCTBEHHOTO OIO/UKETHOTO YUPEXKACHHS 3ApaBOOXpaHe-
Hus «/letckas GonpHUIA ropoga Apmasnupa» MHUHHCTEPCTBA
3npaBooxpaHenusi Kpacunogapckoro kpast (I'BY3 «/Ib . Ap-
maBupa» M3 KK) Ha obcrienoBanue U yToOUHEHHE AMArHo3a
B KapAMOpPEBMATOJIOIMYECKOM OTAEICHUU TOCYAapCTBEHHOTO
OIOMKETHOTO YUpeXk/IeHHs 3IpaBooXpaHeHus «JleTckas kpa-
eBas KJIMHHWYEcKas OoybHHMI@» MHHHCTEPCTBA 31paBOOXpa-
menns Kpacrnomapckoro kpas (I'bBY3 JKKB) 30.09.2021 r
¢ kajo0amMM Ha TEPHOJMYECKOE MOBBIIICHHE TEMIIEPaTyphl
110 peOprIIbHBIX IHQD.

U3 anammesa 3abonesanusi W3BECTHO, 4TO 3a0OJIeBaHUE
Havasioch 06.07.21 roga, koraa manUeHT MOCTYNWI Ha CTa-
LHUOHApHOE JieueHue 1o mecty xurenbctBa B ['BY3 «/Ib
r. ApmaBupa» M3 KK ¢ muaraozom «OcTpbIii OpOHXUT, CHH-
IpoM OpoHXHanbHOH 00cTpyKmu. OCTphIiA Ha30(papUHTUTY.
[Tpn oOcnenoBaHUM B KIMHUYECKOM M OMOXMMHYECKOM aHa-
JU3ax KpoBb 0€3 MaToJIOTHH, HAa3HAUEHO JICUYCHHE C TPHUMEHE-
HUEM >KapOTIOHIIKAIOIINX, TPOTHBOBUPYCHBIX U OPOHXO/IH-
JATUPYIOIIUX ITPerapaToB. BeInucaH B y0BIETBOPUTEIHHOM
coctossHUHU. 04.08.21 TOSBHINCH KadOOBl Ha IOBBIIICHUE
Temmeparypsl 10 38 °C, c1aboCTh; POAUTETH OOpPATHINCH
B TIOJIMKJIMHUKY 110 MECTY >KuUTenbcTBa. Ilpu maboparopHoit
JUATHOCTHUKE: OOIIMI aHaU3 KPOBU COOTBETCTBYET HOPME,
BbicTaBiieH auarHo3: «OPBU. Octpeiii  Ha3ohapuHTUTY.
Ha3naueHo 1nedyeHune c NPUMEHEHHEM MPOTHUBOBHUPYCHOM
U CHMITOMAaTHYECKOH TEpanuu C IMOJOXKHUTEIbHBIM d(dek-
ToM. 23.08.2021 r. MaaBYMK MOBTOPHO TOCHUTAIU3UPOBAH
B menuarpudeckoe otaeneHume ['BY3 «JIb 1. Apmasupar»
M3 KK c¢ xamobamu Ha Kalielnb, clab0CTh U HAPACTAIOIIYIO
onpimKy. [lo pesynbraraM peHTTEHOJIOTHYECKOTO HCCIEH0-
BaHMs M J1TaOOpaTOpHOW NMAarHOCTUKU BBICTABJICH JMarHo3
«BHeOOIbHNYHAS TTHEBMOHUS, IPAaBOCTOPOHHSS HIDKHEIO-
JeBasi, CpeIHETsDKEeNas», HAa3HAUCHO JIeYEHHe: aHTHOaKTe-
pHambHast ¥ CHMOTOMATHUYECKas! Tepanus, MyKOJIUTHICCKUE
npenapaTbl. PeOCHOK BBINHMCAH B YIOBICTBOPUTEIBEHOM CO-
crosauu. 21.09.2021 r. manueHnTta cranu OECIOKOUTH JKa-
700bI Ha 00JIb B NPABOM yX€, HACMOPK M IOBBIIICHUE TEM-
nepatypsl 10 GeOprmIbHBIX UGp Kaxasle 2—3 AHS, B CBS3U
C YeM ero roCNUTaIN3UPOBAIHN B OTAEICHHE OTOJAPUHIOIO-
ruu ['BY3 «/1b r. Apmasupa» M3 KK ¢ graraozom «OcTpsiit
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CpeHU Cepo3HbIil OTUT». B reMorpammMe oTmevascs JenKo-
uto3 24,0x10°/n (HopmanbHOe 3HayeHue 4,23-9,07x10°/1).
Haznauena antuOakrepuanbHas, CUMITOMaTn4yeckas u QGu-
3uorepanus. Bech mepuox TOCHHMTAIM3allMNd  COCTOSHHE
peOeHKa 0CTaBaJOCh CPETHETSIKEIBIM 33 CUCT JINXOPAAKH
1 MHTOKCHKALMOHHOTO CHHApoMa. IIpoBeneHo ynbTpa3ByKo-
Boe uccaenoanue (Y3U) tazo0enpeHHbBIX, KOJCHHBIX U TO-
JICHOCTOITHBIX CYCTaBOB: 10 MEpeJHE MOBEPXHOCTHU MPaBO-
T'O TOJICHOCTOITHOTO CyCTaBa OIPEJEISIETCS BHIIOT IMINPHHON
2,0 MM, OIHOPOAHOTO XapakTepa. B cBs3m ¢ 3TuM ObLia
MIpoBe/ieHa KOHCYJIBTANMS 110 JUHUU CaHaBHALUU C KapAno-
morom I'BY3 JIKKB u ycranosnen nnarao3 «tOHomeckuii
apTPUT C CUCTEMHBIM HauajoM. AYTOBOCHAIUTEIbHOE 3a-
ooneanne?». beur pekomennosan nepeson B ['bBY3 JIKKbB
B KapJHOPEBMATOJIOTHYECKOE OTJENCHUE JUIsl JajbHeiero
o0cIieloBaHNs M YTOUHEHHS JHarHo3a.

Anammes drcusnu: MaJIBIuK 5 JIET, OT BTOpoi OEpeMEeHHOCTH,
nporekaBuel Ha pone anemuu. Ponsl cpounsle, Guznonoru-
4yeckue, Ha 36 Henene, ¢ HOpMaJIbHBIMH TTOKa3aTesiMU (pr3n-
4eCKOro pa3BuTHs, Macca tena 2700 1, mmuHa — 51 cM. Manb-
YHK POC ¥ Pa3BUBAJICS 10 BO3PACTY, TPUBUBKH MO KaJCHAAPIO.
Jo ropna Gonen 1 pa3 BUpycHBIM 3aboieBaHueM, MOCIE Toja
gacto 6oien OP3, oTUThI, OPOHXHUTHL.

Annepeonocuveckuti anammes: ajepruveckas peakIus
Ha aHTHOAKTEpHAIBHEIN MpenapaT (BAaHKOMHIINH).

Hacneocmeennulii anammne3: co CI0B MaMbl HE OTATOIICH.

DusukajdbHAsA AMATHOCTHKA

Oo1ee cocrosiHUE CpeHel cTeneHu Tshkectu. Poet 106 e,
Bec 17,3 kr. ®duznueckoe pa3BUTUE CpEIHEE, FAPMOHUYHOE.
Koxwple MOKpoBBI (hH3NOTOTHYECKON OKpacKH, drucThie. [1om-
KOXKHO-KHUPOBOM CJION pa3BUT yMEPEHHO, pacIipe/iesieH paBHO-
MepHo. CIM3HUCThIC YHCTHIC, 3¢B HE Tunepemupoad. [lepude-
puueckue TuMpaTuuecKue y3Iibl He yBesnndeHsl. [ledopmannu
CYCTaBOB HET, IBI)KCHHS HE OrpaHnyeHbl. J[pIxaHue depes3 Hoc
CBOOOTHOE, TIEPKYTOPHO HaJl BCEH TOBEPXHOCTHIO SICHBIN JIe-
TOYHBIN 3BYK. B JIeTKnX 1Mo Bcex MOBEPXHOCTH BE3UKYISIPHOE
neixanue, XpumoB HeT. Y/ 25 B mun. OGnmacTh cepama BU3y-
JIbHO He n3MeHeHa. CHCTONMUYECKOE IPOKaHKIE TaIbIIATOPHO
He ompezessieTcs. [paHuibl cepaua: BepxHssi — 2-¢ pedpo
cieBa, ipaBasi — Ha 1,0 cM KHapy’Ku OT IPaBOro Kpast Ipyau-
HBI, JIEBast — 110 CPEIHEKIIOYNIHON JIMHUH. AYCKYJIBTaTHBHO
TOHBI Cep/Illa SICHbIE, pUTMHUYHBIC, ITyMOB HeT. [Tymbec cumme-
tpuuneiid. YCC 124 yn. B mua. Al 90/65 MM pt. cT. S3BIK
BJIQKHBIH, )KMBOT MATKHI, 0e3001e3HeHHbIN. [Teuens +5,0 cm,
Kpaii msrkui, smactuunbiid. Cenezenka +0,5-1,0 cm. Cryn
oopmieHHbIH, peryispHsbiil. [1osoBbie opransl chopmupoBa-
HBI NTPABWIILHO, IO MYXXCKOMY THITy. [I04KH HE ManbIupyroT-
Csl, MOYCHCITyCKaHNE CBOOOIHOE.

IIpenBapuTe/bHBIN JHATHO3

Ha ocHoBanun xano0 (mepuoguyeckue MpPUCTYIBI JTHXO-
pankn 1o (GedpuibHEIX 1Udp), aHaMHe3a 3abosieBaHus (Tre-
PHOIUYHOCTh IPUCTYITIOB JIMXOPAJKH, IOJHOE OTCYTCTBHE
CHMIITOMOB 3a00JICBaHUS MEK/Ty JINXOPAJIKaMH), TaHHBIX (-
3MKalIbHOW JUAarHOCTHKU (IeNaToCIUICHOMETals; HOpMallb-
Hble (PU3MYECKOe U HEPBHO-TICUXUYIECKOE pa3BUTHE peOeHKa)
ycraHoBlieH Auarno3 «OHoIEeCKuil apTpUT ¢ CUCTEMHBIM Ha-
gaoM. AyTOBOCHAIUTENIFHOE 3a00IeBaHIe?».

Bpemennas mkaJja
XpoHOJIOTHs Pa3BUTHA OONE3HH, KIIFOUEBbIE COOBITHS U IIPO-
rHo3 y nauuenra M. npeacrasieHsl Ha pUCyHKe 1.

JuarnocTudyeckne nmpouenypwl (nposedenvi 6 I' Y3
JIKKB)

Jlabopamopnuie uccnedosanus (HOpMamueHvie 3HAYEHUS
yKasamvl @ CKOOKAX)

Obwuni ananus xposu (om 2.10.2021 2.): oCymiecTBISIICS
JUHAMUYECKUHA MOHHMTOPHHT JIaOOPATOPHBIX IOKa3aTeNeH,
MIPEBBIMIAIOIINX TOPOTOBEIC 3HaUeHUS (Tal. 2)

buoxumuuecxoe uccnedosanue xposu (om 02.10.2021 e.,
HOpMAmueHvle 3HAYEeHUs YKA3aHbl 8 CKOOKAx): OOIIui Oemox
78 1/1 (59-80 r/m), mmoko3a 4,1 mmons/n (3,3-5,6 MMOITB/1T),
ommupyous obmmmit 20,3 MkMoms/it (0—21 MKMOIE/TT), amaHWH-
amuaoTpancdepasza (AJIT) 12 El/n (040 E[l/n), acnaprara-
muHOTpancdepasza (ACT) 21 EJl/n (047 EJl/n), KpearnHUH
38 MiMonb/n (27-62 MKMOJB/IT), MOYCBHHA 3,2 MMOJB/I
(1,8-7,5 mmoms/m), menounas Qocdaraza 240 EJI/nm (125-
369 EJl/n). 3apeructpupoBaHo moBeimicHre C-peakTUBHOTO
6enka (CPB) B nuHamuke (Tad. 2)

Hmmynonoeuuecroe uccnedosanue (om 02.10.2021 ., nop-
MamueHvle 3HAYeHUsl YKA3aHbl 6 CKOOKAX): TepUuHyKieap-
Hble AHTHHEHTPO(HUIbHBIC IHUTOIUIA3MATHYECKHE aAHTUTENA
(pAHIIA) — monoxxuTenbHO (OTPUIATEIBHO), ITUTOILIA3MATH-
YECKUE aHTHHEHTPOPIIFHBIC ITOIUIa3MaTHYECKUE aHTHTENA
(cAHIJA) — momoxuTeapHO (OTpPHULATETIHHO), aHTHHYKIIeap-
uere atutena (AHA) B tutpe 1/160 (oTpumarensHO), KpHO-
mooynuab 0,090 en. ont. . (0-0,060 en. omnT. 1L.), THPKY-
TUPYIOIIIe UMMYHHBIE KOMITIEKCH 00mmas ¢ppaxmus 0,080 ex.
ont. . (0,040-0,100 ex. ont. ImJ1.), aHTUTENA K IUKITAIECKO-
My HUTpYITHHOBOMY mentuay 1,4 en/mi (0-5 en/min), kapau-
omumuH Kiacca 1gG 2,0 ex/mn (0-10 ex/mun), KapAuONUIuH
kiacca IgM 0,9 en/mut (07,0 en/mo).

Ioces omoensiemozo uz 3esa (om 2.10.2021 2.): S. viridans
YMEpEHHBIH POoCT.

Tenemuuecroe uccneoosanue (om 13.10.2021 2., evinonuero
Ha 6aze 20cy0apcmeeHH020 0100HCeMHO20 YUPeNHcOeHUst 30Pa-
sooxpanenusi «Hayuno-uccnedosamenvckuii  uncmumym —
Kpaesas xknunuueckas 6onvnuya Ne 1 umenu npogeccopa
C. B. Ouanoséckoeo» Munucmepcmea 30pasooxpanenus Kpac-
nooapckoeo kpas (I'BY3 « HUH — KKbB Ne 1»)): Ha ceMeHyT0
CPEIM3eMHOMOPCKYIO TUXOPAIKy — MYTAIHi B 9K30HAX 2, 3,
5 u 10-ro rera MEFV He o0HapyxeHO.
Hucmpymenmansnsle ucciedosanus (npogederst 6 ' BY3
JIKKb)

Komnvromepnas momoepagpust (KT) neexux (om 13.10.2021 2.):
KT npusHakoB o4aroBoil M MH(MUIBTPAaTHBHON IAaTOJIOTUH JIeT-
KHX HE BBISBIICHO.

Viempaszeykosoe uccnedosanue (Y3H) opeanos Oprowtroi
nonocmu (om 13.12.2021 2.): renatociaeHOMEralus, yMepeH-
HOE yBellnueHne JMM(Ooy3J10B OPIOIIHOI MOIOCTH.

Vvmpaseykosoe uccnedosanue mazobedpennvix, KOLeHHbIX
u econenocmonuvix cycmasos (om 30.09.2021 2.): sxorpadu-
YecKre MPU3HAKU MUHUMAIIBHBIX SIBICHUI CHHOBHUTA IPABOTO
TOJICHOCTOITHOTO CyCTaBa.

Iposedena peaxyus Manmy (om 5.10.2021 2.) ¢ 2 TE — un-
(hUITBTpaT IMAMETPOM § MM.
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IlepBoe nposiBricHNE 3a00ICBaAHYSL.
T'ocnuranuzauus 8 I'BY3
«/1b r. Apmasupa» M3 KK. [luaruos:
OcTpslit OPOHXUT, CHHAPOM
OpoHXUMaNBHOI 00cTpyKumu. OCTpHIi
Hazo(apuHruT. Beinucan
B YJIOBJICTBOPUTEIILHOM COCTOSIHUU

JKanoOs1 Ha 6OJIb B IPaBOM yXe, HACMOPK,
TIOBBIIICHNE TeMIepaTypsl. [ ocmTanu3anus
B oTAeNeHue oronapunroioruu ['bY3

«/1b r. Apmasupay» M3 KK. CocrostHue
cpenneTspkenoe. [Iposeneno Y3U
Ta300€APEHHBIX CyCTaBOB. /lMarHos:
IOHomecknit apTpUT ¢ CHCTEMHBIM HAYAJIOM.
AyToBocnanuTenbHOE 3a00eBaHNe?
PexomenpnoBan nepeson B ['bY3 IKKb

IToBTOpHO MNIaHOBO
rocnuranusuposad B [BY3 JIKKB.
Jmarao3: AyToBOCTIATUTEIBHOE
3abomneBanue. CHHIPOM
Mapiuanna

ABrycr
2021 r.

CeHTs0pB
2021 r.

CenTa0pb
2021 r.

Jexadpb

2021 r.

VYxyamenue coctosHus. [loBpienue
TeMIIepaTypbl, OT/BIIIKA, Kallelb.
lNocnuranmsanus 8 [BY3
«/1b r. ApmaBupa» M3 KK. /lnaraos:
BHEOOJILHUYHAS THEBMOHNS,
MIPAaBOCTOPOHHSS HIDKHEIOJIEBAs,
cpenHeTsDKenas. Bemmcan
B yJIOBJICTBOPHUTEIILHOM COCTOSTHAT

TlNocnuranuszanus B 'bY3 JIKKB. uarnos:
AyYTOBOCTIANUTENIBHBINA CHHAPOM
(remarocruienomeranus, TuMbaIeHONATHS,

MepUOANYECKas JIUX0paKa), HEYTOUHCHHBIM.

[epnoamueckas 60se3Hb. Beinucan

B YAOBJIETBOPUTCIBPHOM COCTOSHUU. PexomenoBaHbI

JOIIOJIHUTCIIbHBIC aHAINU3bI U ITJIaHOBas
rocouTann3anus 4€pe3 MeCAIl

TIpu cBoeBpeMeHHOM
Ha3HAYCHUH JICUCHUS —
OJIarONPHSTHBIH.
Br1znoposnenue
MOIPOCTKOBOMY BO3PACTy

Puc. 1. BpemenHas mkaxa XpOHOJIOTHH Pa3BUTHA O0JE3HU mannueHTa ., KiTrodeBbie COOBITHS W TPOTHO3
Ipumeuanue: 610Kk-cxema evinonnera aemopamu (coenacro pexomenoayuam CARE). Coxpawenus: I'bY3 JJKKb — ['ocyoapcmeennoe
O10001cemuoe yupescoenue 30pasooxpanerusn «/emckas kpaesas kiunudeckas 6onvnuyay, I'BY3 «/[B e. Apmasupay M3 KK —

eocyoapcmeennoe  6100dcemHoe  yupesxicoeHue 30pagooXpaAHeHUs]

30pasooxpanenuss Kpacrnooapckozo kpas; Y3H — ynempaseykoeas OuaeHoCmuKa.
Fig. 1. Timeline of patient I.’s chronology, key events, and prognosis

Note: the flowchart was compiled by the authors (according to CARE recommendations). Abbreviations: I'bY3 JIKKE — Krasnodar Krai
Children’s Regional Clinical Hospital; I'BY3 «/{F e. Apmasupa» M3 KK — Armavir Children’s Hospital; Y3U — ultrasonic diagnostics.

«emckas 6orvnuya eopoda Apmasupay

Munucmepcmea

Tabmmma 1. luHaMuKa ypoBHS CKOPOCTH OCEIaHUS SPUTPOIIUTOB, JICHKOIIUTOB, TPOMOOITUTOB €O 2-r0 1o 11-e cyTKH T0-

CIUTATN3AIUT
Table 1. Dynamics of the level of erythrocyte sedimentation rate, leukocytes, platelets from the 2nd—11th day of
hospitalization
Iloxka3zarennb Hopmarusiie 2-e CYTKH 6-e cyTKH 11-e cyTKH
3HAYeHU s
COD, mm/aac 2-10 32 17 22
JletixouuTel, 10°/7 5-12 23,1 20,4 15
TpomGoruTsl, 10°/1 150-400 665 616 450
Hpumeqanue: ma6ﬂm;a cocmaesjiena asmopamu.
Note: the table was compiled by the authors.
Tabnuna 2. Jlnnamuka ypoBHsi C-peakTHBHOT0 6eika co 2-ro 1o 11-e cyTku rocnuranu3anun
Table 2. Dynamics of C reactive protein levels from the 2nd—11th day of hospitalization
IMoxka3zarennb HopwaruBikie 2-e CYTKH 6-e cyTKHU 11-e cyTKH
3HAYeHHs
CPb, mr/n 0-5 14 16 10

Ipumeuanue: mabauya cocmagiena agmopami.
Note: the table was compiled by the authors

Koncynomayus cneyuanucmos

Koncynemayus pmusuampa (om 11.10.2021 2.): nadunm-
POBaHHOCTh MHKOOakTepuel TyOepkynesa, 6 A rpynma jau-
crniaHcepHoro ydera. Habmionenue mo rpyre prcka.

Knnnnueckuii 1uarnos

Ha ocHoBanuu xano0 (IeproJuYecKue MPUCTYIIbI JIHXO-
pazku), aHamHe3a 3a0oeBaHusl (IEPHUOJUYHOCTD MPUCTYIIOB
JUXOpasKku 10 (GeOpHIbHBIX HU(P, OTCYTCTBHE CHMITOMOB
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3a00JIeBaHUSI MEXKy MPHUCTYIaMH JINXOPAJKH), JaHHBIX (U-
3UKAJIbHON JMAarHOCTHKH (TeTaToCIUIEHOMETaIus; HOpMaJlb-
HbIe (PU3UYECKOC U HEPBHO-TICUXUYECKOE Pa3BUTHE PeOCHKA),
71a00paTOPHOM JHATHOCTUKU (JICHKOLUTO3, TPOMOOIIUTO3,
noBeiienue COD, noswimenne CPb; pAHIIA+; cAHIIA+;
AHA+), UHCTpyMEeHTalIbHBIX METON0B uccienoBanusa (Y3U
OpraHoB OpIOIIHOI TIOJIOCTH: TEeMaTOCIICHOMETalus, yMe-
peHHOE yBenuyeHUE JIMMQOY3JIOB OPIOIIHON TOJOCTH) ObLI
YCTAHOBIICH JINarHO3 « AyTOBOCIHIIUTEIbHbIN CHHAPOM (rera-
TOCIIJICHOMCT AJINu, J'II/IM(i)a[[eHOHaTI/I}I, NnepuoanuvecKas Jmxo-
panka), HeyrouneHHbIH. [lepuoauueckas 00e3Hb?».

JAunddepenunanbHasi AUATHOCTUKA

XOTsl CymIeCTBYIOT JUArHOCTUYECKUE KPUTEPUH, AUAIAa30H
TIPU3HAKOB PACTIPOCTPAHSETCS] MOYTH Ha BCE 3a00NCBAHMUSL.
Cunnpom Mapmamra vame Bcero auddepeHnnpyor ¢ ce-
MeHHOH cpemmzeMHOMOpcKoi muxopaznkoit (CCJI), ocobeHHO
y MaJleHbKHX JieTelt. [lepBble nmposiBieHns 3a001eBaHus 00bIU-
HO TIPOSIBIISIIOTCS B JIETCKOM HMJTH FOHOIIIECKOM BoO3pacte, 1 75—
89% manmeHToB OTMEYAIOT Je0I0T 10 JocTrkeHus 20 jert.
CCJI xapakrepusyeTcst STHUYECKON IPEApacIIOOKEHHOCTHIO,
BKITIOYAsl TIPEICTAaBUTEIICH EBPEHCKOM, apaOCKOH, Typerkoin
1 apMSHCKOM HanMoHaTbHOCTEH. KilmHW4Yeckne nposBiIeHHs
CCIJI cBs13aHBI ¢ 3MTU30JaMH BBICOKOI Temneparypsr (1o 40 °C
1 BBIIIE), MEXKIY KOTOPBIMU €CTh NEpephIBbI B 3—4 HememnH,
TIPUCTYIIBI UTHTEIBHOCTRIO OT 6 10 96 4acoB, oCTpoil 0OIBIO
B JKUBOTE M TPYAH, aPTPUTOM, SPUTEMATO3HON CHINBIO HA TO-
JICHAX W TIOZIOIIBAaX, TEMaTOMErajnell W CIUIEHOMEraJHe.
B negernnn CCJI ncnonb3yroT koaxuiH. OnHako 007 B CIIy-
yae CCJI game Bcero BeI3BaHa Pa3BUTHEM acENTHYECKOTO Iie-
PHUTOHUTA, KOTOPBIA MPUBOIHUT 3THX MAIIMEHTOB B OTICIICHUE
xupypruu. CoracHO JIUTEpaTypHBIM JaHHBIM, A0 55-75%
orepanuii y marpieHToB ¢ CCJI aBnstoTcst HE0O0CHOBaHHBIMH,
YTO BIMSET Ha Ka4eCTBO UX kHU3HU [24]. Cunapom Mapianna
TaKXe CIeyeT OTANYaTh OT THIEPUMMYHOTIIO0ymnHeMuH D,
TaK Kak y 3a00JI€BaHHS €CTh CXOXKHE KITMHUYECKUE CHMITTOMBI.
U3 Bcex AB3 3aboneBanuii cuaapomM Mapimamia oTiIndaeTcs
TIPE/ICKa3yeMOCThI0 TPHUCTYIIOB (POAWTENN MOTYT yKasaTb
TOYHYIO JaTy 00ocTpeHus), ObIcTphIM d((EKTOM HA KOPTH-
KOCTEpOUIHYIO TEPAIUI0 W XOPOIIUM MPOTHO30M BO BpEMs
MEXIPUCTYITHOTO NepHosia, 0e3 yXy/AIIeHHs KadecTBa KHU3HH.

Puc. 2. ITarment U. [lepenuemeiitnas numdaneHONaTHS
(0o603HAUEHO DUTYPOIA)

Ipumeyanue: pomoepaghus gvinonrnena asmopamu.

Fig. 2. Patient I. Anterior cervical lymphadenopathy
(marked with a figure)

Note: the photograph was taken by the authors.

MenunuHcKue BMenarejabCcTBa

[TockonbKy paHIOMH3MPOBAHHBIX KIMHHUYECKUX HCCIIEIO0-
BaHUH mo Tepanuu cuHapoma PFAPA B mMupoBoil mpakTuke
HE MPOBOAMIIOCH, CTAHAAPTU3NPOBAHHOTO IIPOTOKOJIA JICUEHUS
B HacTosiliee BpeMs Takke HeT. IIpu mepBoil rocnuranusza-
UM B KapauopematosnorndeckoM otaeneHuu 1'bY3 JIKKb
¢ 30.09.2021 no 13.10.2021 . peGenky Obl1a Ha3HAYEHA Te-
panust knapykram (500 mr 3 p/cyt B Teuenue 12 cyTok), azu-
tpomuiH (150 mr 1 p/cyT B TeueHue 3 cyTok), (urykoHa30I1
(50 mr 2 pa3a B cyTku B (pUKCHpOBaHHBIE JaThl), HOYIpOheH
(5 m1/100 mr o 3 M 3 p/cyt 5 cyTok), donueBast KKcaoTa
(1 mr pa3 B cyTkHu 3 CyTOK).

[Tocie BBIIMCKKM PEKOMEHJOBAHO MPOJOJDKUTH JICUCHHE:
Hedukcum 5,0 Mir/200 mr o 5,0 mut 1 pa3 B cyTku 2 HEIeu,
3aTeM KOHTPOJIb O0IIEero aHaian3a KpoBH. [ MAPOKCHXITIOPOXUH
0,2 r mo % Tabn. Ha HOYB B TE€UEHHE 3 MEC., IPH MOBBIIICHUT
temrneparypsl — HIIBC (uOynpoden 10 mr/kr/cyr) 3 pasa
B CYTKH 5 JHEH.

IIpu 1nOBTOPHOM rocnuTagU3aluyd B KapAXOPEBMAaroloruye-
ckom otnenenny ['BY3 JIKKB ¢ 10.12.2021 mo 13.12.2021 peko-
MEHIOBAaHO MPOAODKUTE MPUEM rHapokcrxiopoxusa 0,2 r mo 72
TalJI. HA HOYb B TEYEHHE 3 MeC., IPH TIOBBIIICHUH TEMIIEpaTy-
pb1 — HIIBC (ubynpoden 10 mr/kr/cyt) 3 pasza B cyTku S HEi.

JAnHaMuKa M UCXOABI

10.12.2021 roma manMeHT MOBTOPHO B IUIAHOBOM IOPSIKE
HNOCTYyNUI B KapauopeBMaroioruueckoe otaeneHue ['BY3
JKKDB i yrouHeHust nuarsosa U Koppekuuu tepanuu. Ila-
LUEHT IPEABSBISLET JKaTo0bl Ha MEPHOIUUECKHE HPUCTYIIBI
muxopankud. OOBEKTUBHO: 0Ollee COCTOSHHE CpelHed cre-
neHu TsokecTd. CIM3UCTBIE YUCTHIE, 36B HE THIEPEMUPOBAH.
[epudeprueckue mMMQOyY3iIbl: yBEIHUCHBI IIEpeIHENICHHbIC,
MOIMBINIEYHBIE U OIYETIOCTHBIE JIMM(ATHIECKHE y3IIbI; IO~
BIDKHBIC, 0€300JIe3HEHHBIC, HE CHAsHBI C MOJISIKAIMMHI TKa-
HAMH, TuameTpoM ot 0,5 1o 1 cM (puc. 2).

Hedopmaium CycTaBoB HET, ABMKEHHS HE OTPaHHYCHBI.
ITewenr +5,0 cm, kpaill Msrkuil, snactuunbid. Cerne3eHka
+0,5-1,0 cm. B obmiem aHanmuse KpoBH COXPAHSUICS JICHKOLH-
TO3, SPUTPOLUTO3, JTUM(OIICHHSI, MOHOIIUTO3, HEUTpOPHIiIes.
B OGnoxumuueckoM aHaim3e KpOBH OOHAPY)KCHO MOBBILICHUE
menoyHoi pocdaraspl. IMMyHO(DEpMEHTHBIE HCCIIETIOBAHMSL
M. pneumoniae nmmynornooynmun G (UI'G) — orpunarens-
Ho; Chl. pneumoniae nmmynornodyiann G (UI'G) — orpuna-
TeNnbHO. MONIEeKyISIpHO-T€HETUYECKUM UCCIIEI0BAHUEM METO-
qom ITHP cimonbl 0OHapykeHa B OMOJIOrMYecKOM MarepHae
JHK repmeca 1, 2, 6-ro tuna. Ilpu ©MMyHOIOTHYE€CKOM HC-
ciaenoBanun pAHIIA — nonoxurensHo, cAHIIA — mno-
noxutensHo. Ha KT nerkux (ot 13.12. 2021 r) npu3HaxoB
04aroBOi M HH(UIBTPATUBHON NATOJIOTHH JIETKUX HE BBISBIIC-
Ho. JIumpaneHonaTus NoaMbIIEYHBIX JTUM(OY3II0B. YibTpa-
3ByKoBoe ucciienoBanne (Y3) opraHoB OprOIIHOW MOJIOCTH
(ot 13.12.2021 r.): neueHb — KOCOM BEPTUKAIBHBIA pa3Mep
(KBP) mpaBoii gonu neuenn — 99 MM, KpaHHaIIbHO-Kay1aiIb-
uelii pazmep (KKP) meBoit momn — 69 mm, akycTudeckuid
JIOCTYIl CBOOOIHBIM, pPACHOJIOXKEHHE TUIMYHOE, KOHTYDBI
POBHBIE, 3XOT€HHOCTb CPEIHsIsl, CTPYKTypa ME€YEHU OJHOPOA-
Hasl, HIDKHUH Kpai BBICTYIAeT M3-TI0J PeOepHON ayTrH, Moi-
BIKHOCTb HIDKHETO Kpasi COXpPAaHEHA, COCYAUCTBIH PUCYHOK
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CunppoM Mapmaaaa: KAMHAYECKUH caydai

Puc. 3. YnpTpa3ByKkoBas IHarHOCTHKA OPTaHOB OPIOIIHOM MOJIOCTH marnueHTa M.: A — yIpTpa3ByKOBOE HCCICIOBAHUE TIe-

yeHU; b — ynbTpa3ByKoBO€E HCCIIENOBAHNE CEIE3EHKU
Tpumeuanue: pomoepagpuu svinoanenvl agmopamu.

Fig. 3. Ultrasound diagnostics of the abdominal cavity organs of patient I. A — ultrasound examination of the liver; b —

ultrasound examination of the spleen
Note: the photos were taken by the authors.

COXpaHEH, Kallcylla COXpaHeHa, TeraToCIUIEHOMETalIHs; cele-
3eHKa — pACIOJIOKEHA TUIIMYHO, KOHTYPbI POBHBIE YETKHE,
9XOTEHHOCTh CPEIHsIs, Kalcyjla He U3MEHEHa, JuinHa 81 MM,
tommuHa 40 MM, TapeHXUMa OJHOPOHAS, CEJIE3CHOYHAS BEHA
HE pacIIMpeHa, oO0pa30BaHMN HET; YMEPEHHOE YyBEINYEHHE
TUMQOY3TI0B OpIOITHOH monoctu (puc. 3, 4).

Pebenky mpoBenmeHa KOHCYNbTalUs HMH(DEKIMOHHCTA:
ocTpasi pecruparopHasi MH(EKIUs, PEKOMEH/IOBAaH MEPEBOI
B TOCY/apCTBEHHOE OIO/KETHOE YUPEKACHHE 3]PaBOOXpa-
HeHnsl «Crenuanu3upoBaHHasl KIMHUYECKas JeTCKas WH-
(exnnonHast OonpHMIIA» MHUHHCTEPCTBA 3APABOOXPAHCHUS
Kpacnonapckoro kpasi. B xapinopeBMaTonoruuyeckoMm OTze-
JIeHnu peOeHKy Oblla Ha3Ha4deHa Teparnus IIIOKOKOPTHKOCTe-
POMIHBIMH TIpemaparaMu (mpemHm3onoH B/M 30 mr 1 pas
B JICHb) U UMMYHOJIETIpeccaHTaMu (Tuapokcuxiopoxut 0,2 T
o Y2 Tabm. | pas B nenp). Ha ocHOBaHMM kano0, anHamMHe3a 3a-
GoneBanusl, 1a00PATOPHOIN N HHCTPYMEHTAIBHON INarHOCTH-
KM, TTOJIOKUTEJIFHOTO OTBETA HA JIEYEHHE KOPTUKOCTEPOUIaMH
ObUT yCTaHOBIICH JMAarHO3 «AyTOBOCHAJIUTENbHOE 3a00NeBa-
Hue. Cuanpom Mapmiamnay. PekoMeHI0BaHO AHUCHIaHCEPHOE
HaOJII0/ICHNE TIeINaTpa, KapAHOPEBMATOII0Ta, MH(EKIMOHNCTA
M0 M/K; TIPY TIOBBIIICHUH Temmeparypsl npumersts HIIBC
(mOympoden 10 mr/kxr/cyt). Ilponomkuts neuenne OP3 B un-
(hEeKIIMOHHOM OT/ICJICHUH MJIH aMOYy/TaTOPHO MO MECTY >KUTEIb-
ctBa (apoumon 50 mr 4 p/cyt 5 nueit). Koarpons Y3U opranos
OpIONIHO TONOCTH; KOHCYIBTAIUS peBMaToiiora yepe3 1 me-
CSIII TI0 MECTY JKUTeNbcTBa. Iy nampHeHmel npoduiakTu-
KM PELUIMBOB 3a00JICBaHUSI OCYIIECTBISITH CBOEBPEMEHHYIO
CaHAIMIO 0YaroB XpOHUYECKONH MH(PEKIINU KaXkIble 6 MECSIIEB
1 10 NOKa3aHusAM. B TeueHne 6 MmecseB MPOTHBOIOKAa3aHbI
IIPUBUBKY KUBBIMU BaKIIHHAMH.

IIporuos
CunzpoM Mapinamia — KOHTPOJUPYEMOe 3a00JIeBaHUC
U B CBSI3U C TEM, YTO TEUCHHE JT0OPOKAauYeCTBEHHOE — WC-

Xon OJarompusATHBIN, a cmycTa 4-8 ner HaOmromaeTcss ero
CIIOHTaHHOE paspemreHue. B ommuune ot apyrux AB3, maH-
HBII CHHZIPOM HE NMPHUBOAWT K (POPMHUPOBAHHIO AMHIIOH03A.
[Ipu cobmroneHny BceX PEKOMEHAAINI MPOTHO3 IS JKU3HU
1 37I0pOBBSI TAHHOTO peOCHKA OJIaroNpHUATHBIN.

OBCYXJIEHUE

Hereii ¢ PFAPA MOXHO OTHECTH K CJIOXKHBIM TallUEHTaM
3a CYET PENKOCTH reHeThueckoro 3adoneBanus. Crenuduye-
CKHX CHMIITOMOB, TOBOPSINKX B MOJB3Yy CHHIPOMA, HET, TaK
KaK KIMHUYCCKUE TMPHU3HAKH CKPBIBAIOTCS 3a MACKOW Jpy-
rux 3aboneBaHuii, B yacTHOCTH 3a rpynmnoid OP3, nuk 3a00-

Puc. 4. Yiprpa3BykoBasi JTMarHoCTUKA OPTraHOB OPIONTHOM
mojiocTy naruenTa V. YMepeHHOe yBeandeHHEe JTUMPOy3-
JIOB OPIONTHOM MOJIOCTH (0003HAYEHO PUTYPOI)
Tpumeuanue: homoepadus gvinonnena asmopamu.

Fig. 4. Ultrasound diagnostics of the abdominal cavity
organs of patient I. Moderate enlargement of abdominal
lymph nodes (marked with a figure)

Note: the photo was taken by the authors.
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JIEBA€MOCTH TNPHUXOAUTCS Ha PAaHHUH BO3pacT. 3amom0o3pHUTh
JIMarHO3 BO3MOJKHO JIMING TI0CJIE HAOMIONEHHSA YETKOH Iie-
PHOIUYHOCTH KJIMHHUYECKOM CHMITOMATHKH B TPOMEKYTKE
ot 26 no 30 mgueii [1]. 3aboneBaHue TaKKE MOXKET MPOSBUTHCS
B TIEPHOJ] HOPOCTKOBOTO Bo3pacTa. [Ipn ycraHOBIeHNN nuar-
HO3a, JIaHHBIE O CeMEHHOM aHaMHe3€¢ MOTYT WTpaTh OIpesie-
JICHHYIO POJIb — OCOOEHHO €CJIM B CEMbE MPUCYTCTBYET YeT-
Kasi TIEPUOANIHOCTh CHUMIITOMOB Y PA3IMYHBIX WICHOB CEMBH.
JuddepeHnmnanbuplii uarHo3 ¢ IpyruMu Bapuantamu AB3
BO3MOKEH Ha aMOyJIaTOpHOM 3Tare Onaroaapst JOCTYMHOCTH
KOMITJIEKCHBIX JIAOOpATOPHBIX HCCIEAOBaHUI (MMMYHHBIA
craryc, peBMartouiblil paxkrop, CAA, C-peakTUBHBIH OEJIOK,
MPOKANILIIMTOHNH, UHTEepeHkuH-1) [3].

ITorpedoBanock Goee 5 MecsIeB I TOCTAHOBKH THATHO-
3a B HallleM KIMHUYECKOM Cilydae, IPEeKIe YeM IMOJ03pEHHe
najno Ha cuHApoM Mapmamia. OCHOBHOW xkanoOoW pebeH-
Ka OblIa TMepHOANYEcKas JIMXOpaJKa ¢ MOBTOPAMH 3IH30/10B
yepe3 1 mecsil. CII0KHOCTD AMATHOCTHKH ISl HAIIeTo pedeH-
Ka 3aKJII09ajach B TO, YTO OCHOBHOM KpUTEpHUit OONE3HU CKPBI-
BaJICS 32 MacKaMH PECIUPATOPHBIX 3a00NeBaHUil, U TOJIBKO
I0CJI€ TIIATEIBHOTO JUArHOCTUYECKOTO ITOMCKA U KOPPEKTHO
M0ZI00PaHHOTO JICUCHHs YAAJOCh BBICTABUTH MNPABHIIbHBIM
KIIMHUYECKUH 1uarHo3. OcBelOMIIEHHOCTh Bpadeill mepBHY-
HOTO YPOBHS SIBJISICTCSI BOKHBIM aCIEKTOM JUIS NMOHHUMaHHS
TakuX penkux 3aboneBaHui, kak AB3, W uX ITHAarHOCTUKH.
Crenyer OTMETHTB, YTO CHCTEMHBIC CTEPOU/IBI IPU CHHIIPOME
Mapinaia oka3blBaroOT HE TOJIBKO JIEU€OHBIN, HO U MPOQHIIaK-
tuaeckuii 3derr [9]. He crout 3abbiBarh, 4TO JUXOpaIKa
OCTaeTCs aKTyaIbHOW MPOOIEMOH y IeTeH U SABISCTCS OTHOM
n3 HanboJiee YacThIX Kallo0 Ha mpueMe neauarpa. [IpuauHs
€€ BOBHUKHOBEHUS MOTYT OBITh Pa3HOOOPA3HBIMH, JUIs Bpadei
0COOCHHO BaXXHO OMPENCIUTH JIETEH, ITOIBEP)KCHHBIX PUCKY
Pa3BUTHUS TSDKENbIX OaKTepHalbHBIX MH(EKIMH, W MpaBUIIb-
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HO HaIlpaBUTb HUX IJIA JNaJdbHEHUIIETO JICUCHUS. HeCMOTpH
Ha TO 4YTO CaMOC paCIIpOCTPAaHCHHOC 00BsCHEHHE JINXOpaaKku
CBA3aHO C I/IHq)CK]_II/IOHHLIM TIPOUCXOKACHUEM, MBI HE JTOJIKHBI
3a0BIBaTh O BO3MOYKHBIX HeI/IHCbeKLII/IOHHBIX IIpuYruHax €€ BO3-
HUKHOBCHUS.

3AKJIKOYEHHUE

IToaBoast uTOTM, MOXHO OOpaTHTh BHHUMAaHHE Ha TO,
YTO ayTOBOCIIAJIHMTEIbHBIC 3a00JI€BaHUS INPEICTABISIOT CO-
00l TpymIy HAaCIEACTBEHHBIX M MYJIbTH()AKTOPHAIBHBIX
3a0o0yieBaHNH, CBA3AHHBIX C THIICPAKTHUBAIIMEH KIETOK BPO-
KIEHHOr0 MMMyHUTeTa. OCOOCHHO YacTo y JeTel BO3HH-
KaeT cUHApoM Mapiannaa, KOTOpBIM SIBISIETCS OCHOBHOM
NPUYMHON MEepHOANYECcKON Jnxopaaku. Knunuueckuit ciy-
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JIbII Bpau-IeJuaTp MOXKET CTOJIKHYTHCS ¢ 3TUM AMArHO30M
X0Ts OBl OAMH pa3 B XM3HU. JleTalbHBIM aHAMHE3, aHAJIN3
KIIMHAYECKOM KapTHHBI M 1a00paTOPHBIX JTAHHBIX MOTYT II0-
MOYb B paHHEH TUarHOCTHUKE 3TOTO 3a00JeBaHMs U N30SKaATh
Ha3sHaA4YCHUSA HCHYXHOT'O JICYCHUA. I/IHI[I/IBI/I[[yaJ'H)HO o0~
OpaHHOE JIeueHue, BKIIOYaroniee B OOJBIIMHCTBE CIIydacB
MIPUMEHEHNE KOPTHKOCTEPOUIOB, CIIOCOOHO YITyUIITUTh Kade-
CTBO ’KM3HHU MALMEHTA U €TO CEMBH.
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JIOBaHUS MO PacHpOCTpaHEHUI0 cuHApoMa Mapmanna B Poc-
cuiickoii dexneparnyy, KOTOphIE HEBO3MOXKHBI 0€3 CO3/1aHMs
TOCYJapCTBEHHOTO perucTpa. HeobxoanMo NmponomKUTh Hc-
CJICAOBaHMs, HAIIPABJICHHBIC HAa BBIABJICHUC CHCLII/I(i)I/I‘IeCKI/IX
OMOJIOrMYECKNX MapKepoB ATOTO CHHJIPOMA, KOTOpBIE OymyT
JIOCTYIHBI JUIS TIPAKTUKYIOMKX Bpadei. CyIecTByeT perucTp
Eurofever, KOTOPBIil COTEPKUT TaHHBIE O BCEX CIIydasX ayTo-
BOCIAJIUTEIIBHBIX 3a00JcBannii B EBpore u 3a ee npeaenamu.
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MAIMeHTHI CO BCEro Mupa, BKitodas Poccuto.
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