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Pedepar

TIpuBeneHo KIMHUYECKOe HAOIIOIEHE 3a OONBHOI C BIIEpBblE YCTAHOBIEHHBIM CHHIpOMOM Mapiiaana. OnucaH
JITOPUTM TUATHOCTUKY JaHHOW OOMBHOM M BO3MOKHbBIE BAPUAHTHI TEPATrleBTUUECKOA TaKTUKHU.
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A CASE OF DIFFICULT DIAGNOSIS OF A PATIENT
WITH MARSHALL SYNDROME
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Summary

Conducted was a clinical observation of a patient with newly diagnosed Marshall syndrome. Described was an
algorithm of the diagnosis of this patient and possible therapeutic tactics.
Key words: periodic syndromes, Marshall syndrome, diagnosis, children.

[lepyonnyeckme CUHAPOMBI — 3TO Tpymmna
ayTOBOCITAIUTEIbHBIX 3aboeBaHU (Human
autoinflammatory diseases — HAIDS) ¢ mepuonu-
YeCcKM BO3HUKAMoIIel HeMHMEKIIMOHHON JTNXOopa-
KOl M MpU3HaKaMu cucteMHoro BocnajieHust. Co-
rmacHo Kiaccudukanuu EBporeiickoro obiecrsa
0 UMMYHonepuIInTaM, 3Th 3a060TeBaHUST OTHOCSIT-
cs K IepBUUHBIM UMMyHonedunurtam [2]. Ilepuo-
nuyeckue 6one3HN pa3BUBalOTCs Ha (hoHe reHeTrude-
CKOro nedeKTa B CHCTEME PETYISITOPOB BOCITAICHU S,
YTO B KOHEYHOM WUTOre NMPUBOAMT K MOBBILIEHUIO
ypoBHSI 6eKOB ocTpoil a3bl, Takux kak C-peak-
TUBHBIN 0O€TOK W CHIBOPOTOYHBI aMWJIOWIHBIN
6enok A (SAA). InuTenbHOe MOBBIIIEHNE MTOCTEN-
HEro MOXeT MpHUBeCTH K (HOPMUPOBAHUIO aMUJIOM-
mo3a opraHoB. BocmanmeHwe TIpy TTepUOTUYECKUAX
CUHIpOMax SIBJISIETCS MEePBUUYHBIM, He CBSI3aHHBIM
¢ MHMEKIMOHHBIMU (BUPYCHI, 6aKTepuu, TpudKH,
IIpocTeiine U Ap.) Wi HeMH(MEKIMOHHBIMU (ay-
TOAHTUTeENA, AyTOCeH cuOUIn3upoBaHHbIe T-1uMbo-
LIMTBI, TPOAYKTHI pacrana TKaHell W Ap.) areHTaMu
[1, 5].

AKTYyaJlIbHOCTb IIPOOJIEeMbl MePUOTUIECKUX CUH-
IIPOMOB [UIs1 Bpavya-Tiequarpa cBsi3aHa ¢ TeM, YTO B
OOTBIIMHCTBE CIyJIaeB OHU JEOIOTHUPYIOT B NETCKOM
BospacTe [6]. Tak, mepBble MpOSIBICHUST CeMeiHOMi
CpemM3eMHOMOpPCKO uxopanku B 90% ciydaeB
IIPUXONSITCS Ha NETCKUI U TTONPOCTKOBBIN BO3pPACT,
a cuHapoMa Mapiajia — Ha Bo3pacT 1o 5 jaeT. Bia-
NleHVe CeMUOTUK Ol MepUOIUYeCcKX CHIPOMOB MO-
3BOJISIET CBOEBPEMEHHO MOCTaBUTh NMArHo3 U m30e-
KaThb HEHY>KHBIX Je4eOHbIX MAaHUMYISILUT, TAKUX
KaK Ha3HauyeHWe aHTUOMOTHUKOB B CBSI3U C aHTUHOMN
Mpu cUHApoMe Mapianiia Wik IUarHOCTUYeCKOon
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JIaTIapOTOMUM PeOEHKY C CeMEWHOI Cpenn3eMHO-
MOPCKOM JTMXOpaaKOi B CBSI31 C KJIMHUYECKOM Kap-
TUHOMN «OCTPOrO KMBOTa».

B Hacrosiiee BpeMs BBIIENSIIOT HECKONBKO Tie-
pUOIMYECKUX CUHAPOMOB: CEMeiiHasi Cpenr3eMHO-
MOpCKasl JIMXOpaaKa, CHUHAPOM MepuOnNYecKOin
JINXOPaJKH, aCCOLIMMPOBAHHBIN C MyTalluel pelier-
Topa ¢akTopa Hekposa omyxonu I, cuHapoM mepu-
OMMYECKON JTUXOPAIKU € TUIIEPUMMYHOIJIO0YINHe-
mueit D u cunnpom Mapiania.

CuHIPOM TepHOANYECKON JTUXOPAIKH ¢ adTO3HBIM
CTOMATUTOM, (hapMHIUTOM U JIMM(aJEHUTOM, CHHIPOM
Mapmamnna (Periodic Fever with Aphthous stomatitis,
Pharyngitis and Adenitis — PFAPA-syndrome). I'eHe-
TUYECKUI W MOJNEKYISIPHBI MeXaHWU3MBbI IaTore-
He3a 3a001eBaHUSI HEM3BECTHBI, HACIENCTBEHHAasl
NpenpacrinoloKeHHOCTh He TpociexuBaercs [7].
Kputepru nuarHocTUKM: Tiepuonuueckas e
OprIbHas TUXOpaaKa, Havyauio 3aboneBaHusI B paH-
HeM Bo3pacTe (MJamle 5 jeT), CMKMITOMBI ITopaxke-
HUS BEpXHUX OTMEIOB PECITMPATOPHOrO TpaKTa TP
OTCYTCTBUUM MHGEKIINU, a TaKXKe XOTsI Obl OMUH U3
CIENyIOINX KIMHUYECKUX CUMIITOMOB — adTo3-
HBIN CTOMATUT, 1WeHHbIN TuMdbaneHuT, bapuHTuT/
OCTPbIiA TOH3WJUIUT, OTCYTCTBUE LIMKJINYECKOU Heli-
TPOIMEHUHU, HaTuure 6eCCUMITOMHBIX MHTEPBAJIOB,
HOPMAaJIbHBI POCT M Pa3BUTHE.

3aboneBaHre WMEET OTUETJIIMBYIO TepUOnnY-
HOCTb, YTO TaKXe MOXET CIYXWUTb TUArHOCTUYE-
CKMM KpHuTepreM. ATaka cuHapoma Mapiramia
00BITHO MPOTEKAET IOH MAaCKOM THOMHONM aHTUHBI,
apTO3HOro CTOMATUTA WU LieiiHOoro JuMdanaeHu-
ta. [TosToMy muarHo3 «aHruHay» y pebeHka 1-3 jer
IOIKeH oOpaTUTh Ha cebs BHUMaHMS IeguaTpa,
TaK KaK OHa SIBJISIeTCd KpailHe pelKoy MmaToloruein
B 3TOM Bo3pacte. [IprumedaTenbHO, UTO Ha3HAYEHNE
AHTUOMOTUKOB U >KapOMOHUKAIOIIUX CpPENCTB He
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T'emaTosiornyeckue nmokasaresu 00abHoi FO. B Bo3pacTe oaHoOro roga u 6 Mecsies.

JlefikonmutapHast hopMyna
JTara Tlefix., oD, JuarHos
x 107/ IL.9.H., C.SLH, mumao., MOH., 203., e
% % % % %
10.11.08 r. 7,5 15,5 63 13 7,5 370pOBa
19.12.08 1. 6,8 0 28 55 6 11 310poBa
29.01.08 r. 8,5 1 28 55 6 10 3 IOpoBa
14.04091. | 127 6 39 51 4 - 6 adrosKEIii cTo-
MaTHUT
03.06.09 1. 10,6 0 20 67 12 1 2 310poBa
07.06.09 r. 10,8 8 41 46 5 0 OPBU
09.09.09r. | 144 4 41 38 15 2 10 MHenOHebpuT,
BYJIBBUT
021109, | 279 24 45 27 4 - 26 oriKysipHas
AHTUHa
domnukynsipHas
16.02.09 1. 11 3 39 39 17 2 19 aHTWHa, aros-
HBIII CTOMATUT

BJIMSIET Ha MPOTOIKUTETbHOCTD SMMU301a, KOTOPbIi
00BIYHO TIpOHOIKAeTcsl 4-6 IHel W pa3pelraercs
crioHTaHHoO. He cymiectByer crienuduyHbIX Jabopa-
TOPHBIX KPUTEpUEB TUArHOCTUKU cUHIpoMa Map-
wasia. OO0t aHaau3 KpPOBU IOKa3bIBaeT yMme-
PEHHBIN JIEHKOINUTO3 ¢ HENTPODUIBHBIM CIBUTOM
BieBo, yBenmnueHrne COD. 3aboneBaHne HUKOrIa He
MPUBOTUT K (OPMUPOBAHMIO aMUJIOU03a TTOYEK
WY TIeYeHU.

OnHOKpaTHOE W JABYKpaTHOE TMpearurcaHue
MPeTHU30I0HA B 103¢ 1-2 MT/KT BHYTpPb OBICTPO KY-
MUPYeT aTaku ¢ pa3pelieHneM KIMHUIEeCKOoN KapTu-
HbI B TeUEHME HECKOMbKMX yacoB. OIHaKO Ha3Haue-
HUE TJIIOKOKOPTUKOUIOB HE MOXKET MpPeIoTBPaTUTh
nocienyromue ataku. Kpome Toro, coobiaercsi, 4To
MPeTHU30I0OH MOXET HapylIUTh BHYTPEHHUN PUTM
3aboneBaHus 1 y4aCcTUTh aTakKu Juxopanku. Ha ce-
TFONHSAIIHUKI HeHb Hambonee 3PpGEKTUBHBIM METO-
JIIOM JieueHusT 3abonmeBaHMs SIBJISIETCS] TOH3UJIDKTO-
MU, KOTOpasi IPUBOIMT K n3nedeHn o 68-90% 6omb-
HbIX. 3a0omeBaHue pa3pelaercs COHTaHHO, JIUILIb
y 3% OQIBHBIX IO HOCTUKEHUIO COBEPILIEHHOMETHS
COXPAHSIOTCS ITPUCTYIThI IMXOpanKy [3, 4].

B menuaTtpuueckoM oTneneHue AeTCKOM ropo-
ckoit GonmbHUIBI Ne 1 r. Kazanu ¢ 10.03.2010 r.
Habmromaercs 6onpHast FO. B Bospacte 1,5 roma. Ilo-
BOIOM IJIs oOpallleHus K Bpauy CTajlu TMepruomu-
YecKM pelUIuBUPYIOIINEe KPaTKOBPEMEHHbIE dIH-
30nbl (eOpUSIBHOM JIMXOPaAKU B COMPOBOXKIEHUN
aHruHbI U adrozHoro cromatuta. [lepBbiit anu3omn
GbeOpMIBbHON TUXOpaIKKW C SIBIEHUSIMUA adTO3HO-
ro CTOMaTUTa OTMeyajicsl B 6-MECSIUYHOM BO3pacTe.
C nuarHo3zoM adTo3HOro cromMaTuTa OonbHas Oblaa
rocuTaIu3upoBaHa Ha 9 nHell B MHOEKLIMOHHYIO
OONBHUILY, THe TMoaydyana aHTUOMOTHKOTEeparnuio
(medazonmH, 1edTpUakcoH, aMUKaIIMH), MECTHOEe
snedeHne cromatuTa. OtderimBoro 3ddekTa OT
JIedeHUs] aHTUOMOTMKAMM He orMmedanoch. Jluxo-
pamka ObUta KynmupoBaHa Ha 6-if IeHb JIeYeHUs.
B nanpHelimem B TeueHne 11 MecseB y pebeHKa Ha-
6romanoch 6 aMM30moB (GeOpPMIIBHON JTUXOPaIKU C
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TIOBBIIIIEHWEM TeMIiepaTyphl Tena mo 40,0°C ¢ uH-
TepBajlaMu 6-8 Hellelb.

[Tpu rpacduyeckoM oToOpaskeHUr MTU30I0B JIU-
XOpaaKu obpaliaiv Ha cedsi BHUMaHWe UX yerKasi
MepUONUYHOCTD U GUKCUPOBAHHAST TTPONOIXKUTEN b
HocTh. MaTh pebeHKa Morjia IOCTaTOYHO TOYHO
npenckasaTh Havyajxo ciemyrolleil ataku 3aboneBa-
Husl. [1poBeneHHbIe B MOMEHT JIMXOPATOYHbIX K-
30/10B TeMaTOMOrMYecKre NCCaenoBaHMsT TTOKa3blBa-
JIW, 4TO aTaku 3aboieBaHMsI HE COIMPOBOXKIAJHCh
HeWTporneHueit, a, HaobOpOT, XapaKTepu30BAIUCH
aleKBaTHBIMU COCTOSIHUIO BOCTIAJIUTEIbHBIMU M3~
MEHEHUSIMM B BUJE JISHKOLUTO3a U HEUTpodusib-
HOTO CIBHUTa «BIEBO» PAa3IMYHONW BBIPAKEHHOCTH
(cMm. Tabm.).

BaxkTepuonornueckuii moce Maska M3 3eBa OT
11.09.2009 r.: dmopa He BBIcesiHA, oT 16.02.2010 1. —
B-remonuruyeckmii crpentokokk 10* KOE. Bo Bpe-
Msl TIOCIEIHEro OJMu3oda JIaKyHapHOW aHTUHbBI
(16.02.2010 r.) ypoBeHb ITPOKAJIBIIMTOHNHA B KPOBU
coctasisin 0,61 Hr/mut. MccnenoBaHbl MapKephl MH-
deknmoHHbIX 3aboneBanmii: Chl. trachomatis, iuTo-
meranosupyc (ITL[P) — orp. or 10.08.2009 r., Chl.
trachomatis, Micoplasma hominis m Ureaplasma
urealyticum IgG u IgM (M®PA) — orp., Micoplasma
hominis IgG — cmabononox. or 11.10.2009 r.

IIpu mocrymienun B craruonap (10.03.2010 r.)
cocTosiHMe pebeHKa CTabuIIbHOe, YIOBIETBOPUTENb
Hoe. Ha BomocucToif yacTu rojioBbl — reMaHruoma
pasMepoM 2x2 cM, OCTaJbHbIe YUaCTKU KOXHU YU-
cThle, (PU3MONOrNUecKoil oKpacku. 3eB He Turepe-
MUpPOBaH, MUHIAJIWHBI HE YBEJIMYEHBbI, DPbIXJbIE.
ToHbI cepnlla puTMUYHBIE, SICHbIE. B nerkux mbl-
XaHWe Be3UKYJISIPHOE, TTPOBOAUTCS IO BCEM IOTISIM,
XpunoB HeT. 2KHMBOT MSITKuUii, 06e3001€3HEHHBIN.
[leyenb manbupyercsi Mo Kpawo pedepHOM Iyru,
celle3eHKa He Tmajbnupyercsd. Masok U3 3eBa —
BbicesiH Strp. Pyogenes. DXokapnuocKomuss — OT-
KPBITOE OBaJIbHOE OKHO, KaMepbl cepaia chopMupo-
BaHBI TIpaBubHO. OcMorp JIOP-Bpauom: dopmupy-
FOUIUIACS XPOHUYECKUI TOH3WLIAT, HOCUTEb Strp.
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pyogenes. JleBouka ObLia BbIMKMCAHA C AUATHO30M:
cuHapoM Mapiuania; reMaHIMOMbI KOXXKU T'OJTOBBI;
OTKpbITOE OBAIbHOE OKHO. PekoMeH moBaHBI HabITt0-
IleHe Yy UMMYHOJIOra, caHallusl POTOIJIOTKHU, a TaK-
JKe TIOBTOpHAs TOCIUTAIW3AINS TIPU CIIEIYIOIIEeM
SMU30/e JIUXOPAIKU.

Yepes 12 mHeil mocie BBIMUCKA (TpUOIU3H-
TeTbHO 6,5 Hemenm Tmociie TocaenHeil aTaku 3a60-
JIeBaHUSI) Y I€BOUKYW BHOBB TOSIBUIIACH (heOpuIbHas
JINXOpajika C MOBBILIEHUEM TeMIIepaTypbl Tejla 10
39,3°C.

IIpoBenmeHbl oOciemoBaHUS: OOLIMIA aHaIU3
KpoBu — seiikonuTos (12x10°/1), HeirTpoduabHbIi
caBur BieBo (m.51.H. — 10%, c.s.H. — 45%), ycKopeHUe
COD (22 mMm/yac); 00Kt aHATU3 MOYU — 6e3 TTaTo-
JIOTUYECKMX U3MeHeHUU. bruoxumuueckuit aHamus
KPOBU — ITeYE€HOUHBIE, TOYeUHbIe MapKephl, a30THC-
Thle LUTaKW, MOKAa3aTelu MUHEpPaJbHOro oOMeHa,
obMeH OuaupybrHa, MPOTerHbI KPOBU — B Mpenenax
HOpPMaJbHBIX 3HaYeHW1. [10BBIIIIEH ypoBeHb OEITKOB
octpoit das3sl (C-Pb — 30 mr/mn, ¢ubpuHOoreH —
4,7 r/n), npokaabUUTOHUH — 0,2 HI/MJI.

C nuddepeHINAaTBHO-INATHOCTUIECKO 116~
JIBIO JIeBOYKe ObUT OMHOKPATHO Ha3HA4eH IpeTHU-
30/10H B mo3e 10 Mr BHYTpb (M3 pacuera 1 Mr/kr).
AHTHOMOTMKNA W KapOIMOHWKAIOIINE ITperapaThl
He MCIoNb30oBauch. [locae Ha3HAYEHUST TTPETHU30-
JIOHA OTMeUajioch ObICTPOe KYMUPOBAHUE OCHOBHBIX
MTposiBICHU I 3abonmeBaHms. TemIiepaTypa Tena HOp-
Majii30Bajiach 4epe3 3 yaca Iociie mpueMa Ipen-
HU30JI0HA, JIMXOpaaKa B JaJbHEdleM He peLuau-
BupoBaja. [HOM Ha MUHOATMHAX KMcye3 yepe3 5-6
YacoB, a TUIIEpeMHUsT 3eBa — uepe3 12 yacoB Iocie
Ha3HAYeHUS MMPeIHU30I0HA.

Ha ocHOBaHWM OTYETIMBON TIEPUONUYHOCTH
U (PUKCHPOBAHHON MPOTOIKUTEIBHOCTH aTaK 3a-
OonesaHus, HEADDEKTUBHOCTH AHTUITUPETUKOB U
aHTHOMOTMKOB B KOHTPOJIE OCHOBHBIX TPOSIBIICHU,
XapaKTepHON KIMHUYECKOW KapTUHBI (KpaTKOBpe-
MEHHbBIE AMU30Ibl JUXOPaIKU, 4 3MU300a OCTPhIX
TOH3WUITUTOB M 2 — a(dTO3HBIX CTOMAaTUTOB), OTCYT-
CTBUSI YETKOMl CBSI3U ¢ MHGeKIUIMU, 3PDeKTUB-
HOCTUM MaJibIX J03 MpPeIHU30I0HA B KYNUPOBAHUU
aHTUHBI 0e3 aHTHMOWOTMKOB W AaHTHUITMPETUKOB

ObUT BBICTABIIEH YTOUHEHHBIN IWArHo3: CUHAPOM
Mapiania; reMaHTHOMBI KOXKU TOJOBBI; OTKPBITOE
OBaJIbHOE OKHO.

C uenblo ornpeneneHus] DaJbHeWIIel TaKTUKU
BEICHUS] W BBISICHEHUWS] BO3MOXKHOCTH ITPOBEIECHUSI
TOH3WUISKTOMUU OONBbHYIO HAmNpaBUId Ha KOH-
CyJIbTallMIO B MONMUKJIMHUYecKoe otneneHne PIIKDB
(r. Mocksa).

IIpuBeneHHbII KIMHUYECKUIN IIpUMep WJLIIO-
CTpUpPyeT BO3MOXKHOCTH IWArHOCTUKU TEpUOmUYe-
CKWX CHHIPOMOB, OCHOBAaHHBIX, B ITIEPBYIO OYEPENb,
Ha TLIATEeIbHOM aHaJn3e KJIMHUYECKON KapTUHBI
¥ aHaMHe3a 3aboneBaHus. [lepuonuueckre CMHIPO-
Mbl Kak 3a001eBaHUs BeCbMa PelkKU, TeM He MeHee
He SIBIISIIOTCS Ka3yMCTUUECKMMU, U OCHOBHBIE CBe-
IEHWSI MO XapaKTepHbIM MPOSIBIEHUSIM 3TUX CUH-
IPOMOB IOJKHBI OBITH B «barake 3HaAHWIT» Bpaya-
nenuaTpa.
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