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Pesrome

Ha ocroBanuu AumepamypHbIX UCMOYHUKOB gAHbl CO-
BpeMeHHble npegcmaBAeHus 0 cuHgpome Mapwania y ge-
meti, @ Maxxe OCHOBHble KAUHUKO-AQ60OpamMopHble Kpume-
puu guarnocmuku 3moro cuHgpomd. Onucan KAuHu4eckul
cAyuatl cungpoma Mapwaiia y maabuuka 3 Aem b6 mecsaues,
UHGUYUPOBAHHOTO BUPYCOM repneca ueaoBeka 6 muna. Ha
npumepe KAUHUYECKOTO CAyqds NpuBegeHbl gupeperHyu-
AAbHO-gUArHOCMuuecKue Kpumepuu cungpoma Mapwarira
U aKMUBHbIX I'epnec-BUPYCHbIX UHpeKyull y gemetll.

KaroueBsle caoBa: gemu C peKyppeHMHbIMU pecnupa-
MOPHBLIMU UHGEeKyuAMU, CUHgPOM Mapuiaard, aKmuBHblE
repnec-BupycHsle uHpexkyul, gughdepenyuarbHas quario-
Cmuxa.

BBeapenue

AeTu C peKyppeHTHBIMU PeCIUpPAaTOPHBIMU MH-
PERITUAMU IBASIIOTCS Cephe3HON TPOOAEMOM ITPaKTH-
YeCKOU ITeAUaTPUH B CBSI3HU C UYaCTHIM OOpallleHueM 3a
MEAUIIMHCKOM ITOMOIIBIO, COIIMAABHOM Ae3aAanTallu-
el BCAeACTBUE HEBO3MOIKHOCTHU ITOCEIIeHUS AeTCKUX
AOIIKOABHBIX YUPEKAEHUY, YaCTO HeOOOCHOBAHHBIM
Ha3HaueHUeM UM aHTUOAKTePUAAbHBIX UAU UMMYHO-
MOAYAMPYIOIINX IIpellapaToB, YTO CIIOCOOCTBYET PO-
CTy QHTUOMOTHMKOPE3UCTEHTHOCTU OaKTepHaAbHBIX
NIaTOTeHOB, AUCOMOTHYECKUM HapylleHUsM, (popMu-
POBaHUIO XPOHUYECKOM COMATHMYECKOM ITaTOAOTUU
[1]. TIpuunHOM YaCcTHIX peCIMPaTOPHBIX 3a60AeBaHUN
YV AeTell HEPEeAKO SIBASIOTCS XPOHUYECKHe aKTUBHBIE
repiec-BUPyCHble HH(DEKINNU, 00yCAOBEHHBIE BUPY-
coMm OnuretiHa — bapp (BOB), nuroMeraroBUpycoMm
(LIMB), BupycoMm repueca yearoBeka 6 Tumna [1].

Apyrol NpUYMHOM PEKyPPEHTHBIX peCcIrupaTop-
HBIX 3a00A€BaHUM MOJKeT SBUTHCS ayTOBOCIIAAUTEAD-
HBIM cuHApOM Mapiiaara (mau PFAPA cumapom),
BO3HMKAIOIIUY IPEUMYIIeCTBEHHO y AeTel AOIIKOAD-
HOTo Bo3pacTa. OH XapaKTepu3yeTcs IepUOANIeCKOMN
AmxopapKoi (periodic fever), apTO3HBIM CTOMATUTOM
(aphtous stomatitis), dhapunrurom (pharingitis) u yBe-
AWUYEHHeM HIeNHBIX AUM@OyY3A0B (adenitis). AGGpe-
BHATypa OCHOBHBIX KAMHMYECKUX INPOSBAEHUM Ae-
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On the basis of literary sources, modern ideas about Mar-
shall syndrome in children are given, as well as the main
clinical and laboratory criteria for the diagnosis of this syn-
drome. A clinical case of Marshall syndrome in a boy 3 years 6
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example of a clinical case.
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SKUT B ocHOBe Ha3BaHus — PFAPA cunppoM, Apyroe
Ha3BaHUe 3a00AeBaHMs OBIAO AQHO B 4eCThb (ppaHIy3-
ckoro Bpauda Gary Marshall, KOTOpEI! IepBBIM OIIXCAA
B 1987 r. 12 KAMHMYECKUX CAydaeB [2].

CunppoM Mapiiaara pacIpoCTpaHeH IO BCeMY
mupy. IlpeobrapaHus 3THUUECKUX TPYIII OTMEYEHO
He ObIr0. HacToTa perucrpanuu B OTACABHBIX OIIU-
CBhIBaeMBIX Karoprax aerent cocraBasgeT 2,3 Ha 10 000
petei [3]. OpHAKO AENMCTBUTEABHOE YMCAO CAyYaeB
3HQUUTEABHO BhIlIe. K 3ab0oAeBaHMIO OOAee IIpea-
PacCIOAOKEHBI MaABYUKU. MaHUupECTUPYeT CUHAPOM
Mapiaara OOBIYHO B BO3pacTe OT 2 A0 5 AeT, XOTH
OIMCAHBI CAy4au OOAee paHHEero U II03AHETO (Y B3pOoC-
ABIX) Hayana [4]. Beian omucaHbl ceMelHble CAydau
cuHApoMa Mapilaara, HO reHeTHudecKas IpuYrnHa Ux
BO3HUKHOBEHMS He yCTaHOBAEHa [5].

CunsppoM Mapiiasra CUMTAIOT TeTePOTreHHBIM re-
HeTUYeCKU OOYCAOBAEHHBIM 3a00A€BaHUEM, HO KOH-
KPEeTHBIN MYTaHTHBIN I'eH He BBhIIBACH, YTO 3aTPYAHS-
eT TeHeTUUeCKYIO AUarHOCTUKY U OTAMYAeT 3a00AeBa-
HUE OT U3BECTHBIX MOHOT€HHBIX 3a0OAE€BaHUM, CBS-
3@HHBIX C MyTallUsIMU B ONIPEAEACHHBIX I'eHaX, B TOM
uyncre MEFV npu ceMeliHOU CpepHEe3eMHOMOPCKOU
anxopapke nam NLRP3 — npu KpronmprHacCOILuu-
POBAHHBIX IIEPUOAUUYECKUX cHUHApoMmax (Cryopyrin
Assotiated Periodic Syndromes — CAPS) [6].
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OCHOBHBIM 3BEHOM TIaTOTeHe3a SIBASIETCS THIle-
PaKTHUBAIUS BPOJKAEHHOTO (aHTHUTeH He3aBUCHUMO-
ro) UMMYHHUTETa U TUIEPIPOAYKIIUS OCTPOda30BBIX
0eakoB (C-peakTuBHBIM 6erok — CPB), a Takke Xa-
pakTepHas AASI OCTPOTO BOCTIAAEHUS PeaKITysi KPOBU:
AeMKoInTO3, HeuTpoduaes, Boicokas COD. OcHOB-
HOM MepMaTop BocmareHUus — uHTepAedkuH 1 (IL-1)
MIPOAYTIMPYeTCs 6e3 MPSIMOTO YY4aCTUSI MUKPOOOB AU
BUPYCOB B 00pa30BaHHBIX B HEUTPO(DUAAX U MaKpoO-
parax OEAKOBBIX KOMIIAeKCaX — HH@PAAMMOCOMax.
OO6Cy>RpaeTcss POAb THUIIOBUTaMMHO3a A B KauecTBe
TPUTTEepa peluANBOB CMHAPOMa Mapimaaaa [7].

CunppoM Mapitaana OTAMYAETCs] YeTKOU Tepu-
OAWMYHOCTBIO TIPUCTYTIOB. B TOAOBWHE cAaydaeB po-
AATEAN OOABHOTO MOTYT IMPEeACKas3aTh AeHb HayaAa
CAEAYIOIIero MpUcTyma. KaTapaAbHBI CUHAPOM He
XapakTepeH. VIHTepBaAbl MEXXAY aTaKaMM COCTaBASI-
IOT OT 2 AO 7 HEAEAB ¥ CO BDEMEHEM MOTYT YAAUHSTH-
csa. CnoHTaHHOe paspeliieHne PeOpPUAbHON aTaku
HabaropaeTca yepe3 3—6 apHelt [8]. IToanbIN HabOp
MIPU3HAKOB, AABIIMY Ha3BaHWE CUHAPOMY, HaOAIOAQ-
eTcs MeHee YeM B MMOAOBUHe cAydaeB. Hanboaee 4a-
CTO BCTpeyatolyecs cuMiToMbl (0T 70 A0 90%) — da-
PUHTUT UAU TOH3UAAUT U MIEeNWHBIN AUMpapeHuT. 1o
OKOHYaQHWM 31TM30Aa OTMeYaeTCs ObICTpast perpeccus
AmM@apeHonaTu. AQPTO3HBIM CTOMATUT HaOAIOAQET-
Cs1 B IEPBBIN A€Hb ITPUCTYTIA Y TTOAOBUHBI GOABHBIX [4,
9]. Bo BpeMs peOpHUABHOM aTaKu OTMeYaeTcs AeNKO-
nuTo3, yBeanueHHasa COJ, nosrilieHue ypoHs CPB.
[MTpokaArbIUTOHMH — B Ipeperax HoOpMHI [10]. TTocae
OKOHYaHWS TPUCTYyTIa HabATOpAaeTCst OBICTpast HopMa-
AM3aIs Aab0pPaTOPHBIX MMOKa3aTeAel. DTHUOAOTHYEC-
Koe oOCAepOBaHME TalleHTa MOYKeT He AABaTh I0-
AOJKUTEABHBIX PE3YABTATOB UAY BBISIBASITH BUPYCHBIE
UAM OaKTepuaAbHbBIE IMaTOTEHBI, CBSI3bh C KOTOPBIMU
y 00AbHBIX ¢ PFAPA cuHApPOM He ycTaHOBAeHA. Auar-
HOCTHYECKMEe KpUuTepuyn 3a60AeBaHUsI OBIAY BIIEPBHIE
chopmyarupoBansl Gary Marshall u moanduiuposa-
uel cnycTts 10 AeT Kenneth Thomas [11]. K auM oTHO-
CSITCSI BBHINIIEIIEPEUMCAeHHBIE KAMHUYECKUEe CHUMIITO-
MBI, @ TAK)Ke CPOKHU Havana 3a00AeBaHUS B paHHEM
BO3pacTe (MAaAle 5 AeT), HaAuurue 6eCCUMITOMHBIX
WHTEPBAAOB, HOPMAAbBHBIM POCT W pa3BUTHE pebeH-
Ka. AAS yCTaHOBAEHMS AMAarHO3a HeEOOXOAUMO TaKiKe
UCKAIOUUTH ITUKAWMYECKYI0 HEUTPOIEeHUI0. AOIOA-
HUTEABHBIM KPUTEPUEM AWATHOCTUKU SBASIETCS OBbI-
CTPBIN OTBET Ha TEPATUIO TAFOKOKOPTUKOCTEPOUAAMU
[12]. OxoHuYaTeABHBIN KAMHWYECKMU AMArHO3, Kak
ITPaBUAO, YCTaHaBAMBAET BPAau-PEBMATOAOT.

B HacTosImee BpeMsi OCHOBHBIE IIeAV A€UeHUS TIPU
cmHApOoMe Mapiraara — 3TO KOHTPOAb (DEOPUABHBIX
aTak ¥ YBeAMYEHWE WHTEPBAAOB MEKAY IIePUOAAMU
oboctpenus. [TpuMeHeHne TATOKOKOPTUKOCTEPOUAOB
(mpeAHU30A0H B pacyere | —2 Mr/Kr/CcyT) MO3BOASIET
pa3pennTb CUMIITOMBI B TeUeHNE HECKOABKUX YaCOB,
HO He TpeAOoTBpalaeT pernuauBel. Ha doHe mpuema
MIPeAHM30A0Ha OTMEUYal0T YKOpOoUYeHne 0eCCUMIITOM-

HBIX UHTEPBaAOB M yMeHbIIIeHUe TS>KeCTH aTak [4, 9,
12]. I'lpu pe3uCTeHTHOCTU K TePalluu IPUMEHIIOT XU-
pyprudeckoe AedeHue (TOH3UAAIKTOMHS HAU aA€HO-
TOH3UAAIKTOMUS), UTO IIPEAYIIPEKAQET HOBBIE aTaKU.
[Tpu coxpaneHnn PeOPUABHBIX aTakK BO3MOKHO IIPU-
MeHeHMe aHTaronucrta IL-1 Anakunaps! [6]. CuHAPOM
Mapmannra cuuTaeTcs A0OpOKaueCTBEHHBIM 3aboae-
BaHueM. CIIOHTaHHOE ero paspelleHre HaOAIOAAeTCS
crnycta 4 — 8 aet. CuHApOM Mapiaana, B OTAWYHE OT
APYTUX ayTOBOCIAAUTEABHBIX 3a00AeBaHUM, He IIPU-
BOAUT K OPMHUPOBaHUIO aMuAOKA03a [13].

Kannuyeckui cayyan

[TpuBOAUM pe3yAbTaThl COOCTBEHHOTO HabAIOAe-
Husg pebGeHKa C CUHApPOMOM Mapiasra. Maabuuk,
3 AeT 6 MecC., IOCTYIIUA B KAMHUKY AeTCKOTO Hay4HO-
KAMHUYECKOIO IleHTpa MH(MEKIIMOHHBIX OoAe3HeM
(AHKLIMB) B nepBBle CYTKU OT HadaAa 3a00AeBaHUS
C JKanobaMu Ha AUXOPaAKy A0 39°C, OOAB B TOpAe.

Pebenoxk ot 1 bepemenHocTy, 1 pOAOB, IPOTEKaB-
X (PU3NOAOTTUECKU. POAUACS AOHOIIIEHHBIM, IIePHU-
OA HOBOPOXKAEHHOCTU — 0Oe3 ocobeHHOcTel. PacreT
1 Pa3BUBAETCS B COOTBETCTBUU € Bo3pacToM. CTpapa-
eT NUIEeBOU arrepruei Ha OEAOK KOPOBbEro MOAOKA
B AETKON CTeIleHU Ts’KeCTU. [IpMBUT IO BO3paAcCTy.
CeMeNHBIN aHaMHe3: y MaTepHd MaAbulKa B AETCTBE
OTMEYaAUCh YacThle (ekeMecsuyHble) 3aboneBaHUSA
C eOPUABHOM AUXOPAAKOMN 1 OOASIMU B ropAe; y 6a-
Oymku — 60ae3Hb KpoHa.

13 aHamMHe3a 3a00AeBaHUS M3BECTHO, UTO C POIXK-
AEeHUSA A0 2 AeT pebOeHOK Ooaen pepko. B aBrycre
2017 r. nepeHec UHQPEKIMOHHBI MOHOHYKAEO3, BbI-
3BaHHBIM BUPYycOM repreca 6 tumna. C okTa0ps 10
AeKabpb 2017 r. HaOAIOAQAOCH 3 BTIU30AA peclupa-
TOPHBIX UH(EKITUM, TIOAYUYaA CUMIITOMATUUYECKOe Ae-
yeHUe amOyaaTopHo. C anpeas 2018 r. exxeMecgyHO
OTMEYaAUCh 3MU30ABI AUXOpPaAKHU A0 40°C, mpu 3TOM
MaAbUYMKY AMArHOCTHUPOBAAU OCTPBIN TOH3UAAUT UAU
dapuHrur. Ha pucyHKe OpepCTaBA€HBI AQTHI 31IHU-
30A0B TOCIUTAAU3ANUMN pebeHKa M MaKCUMaAbHBIX
YPOBHEM AUXOPAAKHU B OIIUCAHHBIE IIEPHUOABI 10 AQH-
HBIM BBIIIMCHBIX CIIPaBOK. C 60Aee AeTKUMU NIPOsIBAE-
HUSMU OCTPHIX PECIMPATOPHBIX 3a00A€BaHUM, He CO-
IIPOBOKAABIIINXCS TUNIEPTEPMUEN, MAaABUUK ACUUACS
AOMa CUMIITOMATUYECKH.

Puc. [Teproabl rocnuTarn3anyuy pebeHKa 1 MaKCUMaAbHBIe
YPOBHU AUXOPAAKUA
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AanHble 06cAep0BaHYS pebeHKa B TTEPUOABI TIPEA-
MIECTBYIONIUX TOCIUTAAU3AINH, YKa3aHHBIE B BBI-
MUCHBIX CITPaBKax, IIpeAcTaBAeHBI B Tabauile. OOpa-
matoT Ha cebs BHMMaHUe BhicOKue ypoBHU CPB BO
Bcex caydasax (ot 96,8 mr/a po 147,5 Mr/A), yckopeH-
Hasg COD (oT 24 mM/49 A0 46 MM/4) B 3 cAydasax us 4,
HEeUTPOPHUAE3 C TAAOUKOSIACPHBIM CABUTOM A0 12% —
21%. AAUTEABHOCTH TOCHUTAAM3AIIUU COCTaBASAQ
npeumyliiectBeHHO 7 — 10 pnel. [leprop TpeTheil ro-
CTIUTAAM3AIUY OBIA YAAMHEH B CBSI3U C COITYTCTBYIO-
muM 3aboreBaHUeM. AHTHOaKTepuaAbHBIE ITpernapa-
ThI HA3HAYaAUCh Ka’KABIN Pa3 C Y4€TOM BBIPA’KEHHBIX
BOCITAAMTEABHBIX U3MEHEeHUN: 11eTPUaKCOH B Tede-
Hue 10 pAHEH, Hedypokcum — 8 pHel, nedrazmpum +
aMuKaluH — 14 pAHel, 11epa30AMH — 3 AHS C Iepexo-
AOM Ha MepoHeM B TeueHue 10 AHEl COOTBETCTBEHHO.

B Me>XIIpUCTYyTITHBIN TepUOA peOeHOK POC U pPa3BH-
BAaACS B COOTBETCTBUM C BO3pacToM. [TocaepHee yXyA-
IIIeHre COCTOSTHUS, MOTpeboBaBIllee TOCITUTAAN3ATIN
B kamauky AHKLWB, ormedanrocs 01.02.2019 . TTpu
TIOCTYIIA€HUM COCTOSTHME CPeAHEM TSIKeCTH, >Kano-
OBl Ha BSIAOCTb, CHUJKEHUE amleTuTa. [Ipm ocmMoTpe
3aAHSST CTeHKa TAOTKM THUIIepeMHpOBaHa, HeOHbIe
MWHAQAWHBI TUTIEPTPO(PUPOBAHBI A0 3 CTEIIeHH, B Ad-
KyHaxX — HaaeT 6enroBaToro 1BeTa. [lepudepuyeckre
AUM@OY3ABL HIEHHOM TI'PYyHNIBl yBEAWYEHBI A0 2 CM
B AuameTpe, Ge300Ae3HEHHBIE MPU TaAboanuu. Ha
BEPXYIIIKE CepAlla BHICAYIITMBAACS HEJKHBIM CUCTOAU-
YeCKHUU IITyM, He PaCIpPOCTPAHSIBIIUNCS 3@ MTPEAEAbI
ceparia. ['To ocTaAbHBIM OpraHaM U CUCTeMaM 6e3 0Co-
OeHHOCTeH.

AAs yTOUHEHUS reHe3a NepUoANYEeCKON AUXOPaA-
KM MaAbYHK OBbIA 0OCAEAOBAH.

B raunmueckom aHaam3 kKpoBu oT 01.02.2019r.
YMepeHHO BBIPa)XEHHBIN AeNKOIIUTO3, HeUTpodu-
Ae3 C He3HAUUTEABHBIM MTaAOYKOIAEPHBIM CABUTOM
(WBC 12,5x10°/a, RBC 4,49x10'2/A, HGB 125 1/A4,
PLT166x10%aA, NEU n/s 6%, c/s 67%, LYM 17%,
MON 8%, EOS 2%, CO3 15 MMm/4). B 6uoxuMuiecKkoM
aHaauze kpoBu or 02.02.2019 — BBICOKMU ypOBEHb
CPB (143,90 mr/A) Tpu HOPMAABHOM ITPOKAABITUTOHU-
He (0,40 Hr/mMA), He3HauuTeAbHOe moBbIllieHre ACT
(74 ep/A) ipy HopMaabHOM ypoBHE AAT (24 ep/A).

B mporecce paunddepeHITmarbHOU AMArHOCTUKU
UCKAIOYAAMCH OCTpasg pecnupaTopHas WHMeKIUsI
(TTLIP otpaeagemoro u3 3eBa: PHK Bupycos rpumnma
A, B, maparpunna, PC-Bupyca, pyuHOBUpYyCa, MeTal-
HeBMOBUpYcCa, KopoHasupyca, AHK apeHOBupyca,
OOKaBUpPyCa, HUMMYHOIUTOXUMHNUECKOE HCCAEAO-
BaHHME OTAEAIeMOTO M3 3eBa Ha aHTUTEH apAeHOBU-
pyca), aKTuUBaIus TepIec-BUPYyCHOM UHMEKIIUU
(IMUP xposu: AHK B3B, LIMB, BI'Yd 6 Ttuna, UOA
kpoBu: IgM, IgG x LIMB, IgM VCA B35, IgG EA
B3B), ocTpas OakTepuarbHasd UH@eKINd (YpPOBEHb
anTucrpentoAansuHa-O (ACAQO), TILP kpoBu Ha
AHK MeHUWHTOKOKKa, ITHEBMOKOKKA, TeMO(MUAb-
Hou manouku, VMDA kposu Ha IgM k Mycoplasma
u Chlamydophilia pneumonia, TOKcomAa3MaM,
Y. enterocolitica u Y. pseudotuberculosis, moces u3
HOCO-, POTOTAOTKH Ha aopy). [ToryueHsl oTpuiia-
TeAbHBIe Pe3YAbTAaThl. Tak’ke MCKAIOUYAAUCh OHKO-
reMaTOAOTHMYeCKUe 3a00AeBaHMd (Ma3KM KPOBU HU3-

Tabauua

Pe3yabTaThl 00CAEAOBAHNS B IPEABIAYIIHE TOCIUATAAN3AIUAYN 10 AQHHBIM BBIIUCHBIX CIIPABOK

IMokasareaun

28.04.18 —07.05.18

20.06.18 —27.06.18

01.07.18—16.07.18

07.01.19—-18.01.19

KAnHnyeckui aHaan3 KpOBU

RBC 4,06, HGB 109,
PLT 171, WBC 8,9,
NEU: /s 21, c/s 42,
LYM 19, MON 15,
C0O326

RBC 4,17, HGB 108,
PLT 257, WBC 10,3,
NEU /s 12, ¢/s 50,
LYM 25, MON 11, EOS
2, CO3 46

RBC 4,3, HGB 112,
‘WBC 19,6, NEU ¢/«
82, LYM 10, MON 7,
EOS1,C0O58

RBC 4,21, HGB 113, PLT
170, WBC 10,5, NEU ni/a
18, c/s1 47, LYM 26,
MON 9, CO3 24

BuoxumMmyeckui aHaAu3 ANT 21, ACT 61, ANT 13, ACT 28, ANT 18, ACT 47, ANT 26, ACT 56,
KpOBU CPE 105,6 CPE 96,8 CPE 147,5 CPEB 144,9

TP xpoBu Ha AHK BOB, AHK BI' 6 OTpHUIlaTEABHO He onpeaensian AHK BI'Y 6
LIMB, BI'4 6

MDA xposu: IgM, IgG k LIMB, | OtpunaTeArbHO OTpuUIiaTeAbHO He onpepersaan OTpuIiaTeAbHO
IgM VCA, IgG EA BOb

Y3U opraHoB 6pIOIIHON He BrImOAHSIAM He BBIOAHSAM He BrImoAHSIAM YMmepeHHas

IIOAOCTHU

relraToCIIAeHOMeraAus

RBC — ospurporutet (x10'?2/A), HGB — remorao6us (r/a), PLT — tpomGonuts! (x10°/aA), WBC — aetikonutsl (x10°/A), NEU —
HEUTPOMUABL 11/ — ITaAOUKOSIAEPHBIE (%), ¢/s1 — cerMeHTOsIAepHbIE (%), LYM — aumdornutet (%), MON — mononutsl (%), COD —
CKOpPOCTh ocepanus apurporuros (MM/4ac); AAT — aranmHammHoTpaHcdepasa (ep/A), ACT — acmapraramMmuHoTpaHcdepasa
(ea/n), CPB — C-peakTuBHBIN 6enrok (Mr/a), TP — noaumepasHas nenHas peaknus, AHK — Ae30KcHpUOOHYKAEUMHOBAs
kucnrora, BOB — Bupyc OmmreitHa — Bapp, LIMB — muromeranrosupyc, BI'H 6 — Bupyc repreca gearoBeka 6 tumna, OA —
UMMyHO(epMeHTHbIN aHaAu3, IgM — umMmyHorao6yanH kaaccaM, IgG — ummyHorao6yana kaacca G, IgM VCA — UMMyHOTAOOYAUH
KAaacca M K BupycHoMy KancupHoMy autureny BOB, IgG EA BOB — ummyHorao6yanH kaacca G K paHHeMy aHTureny BOB, Y3 —

YABTPA3BYKOBO€ UCCACAOBAHUE.
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Y4eHBbl T'eMaTOAOTOM IIPOPUABHOIO cTalfoHapa). B
UMMYHOTpaMMe BbIPa’KeHHBIX U3MeHeHUN He OBIAO
BBISIBA€HO. BBITTOAHEHBI MHCTPYMEHTaAbHBIE UCCAe-
AOBaHUSA (PYHKIUN BHYTPEeHHUX opraHoB. Y3U op-
TaHOB OPIOITHOW IIOAOCTH: He3HAUUTEAbHAs CIIA€HO-
Meraaus, AoOaBouHas AOAbKa cenredeHKu. OKI: us-
MeHeHUe PEeNOAIPU3AlUM B BUAE CHUJKEHUS aMIIAU-
Tyabl T. Ox0KI': npukhananHas NyAbMOHAAbHAs pe-
ryprutanus. Ha peHTreHorpaMMax OpTaHOB I'PYAHOU
KAETKH M NIPUAQTOYHBIX Ma3yx HOCQ, a TakKKe NpU
Y3U novyek u MOUEBBIBOAAIIUX TyTe HA MOMEHT HC-
CA€AOBAHUS ITaTOAOTUH BEIIBAEHO He ObIA0. PeOeHOK
OBIA OCMOTPEH PEeBMAaTOAOTOM, KOTOPBIM OBIA IOA-
TBEPKAEH IIpeABAPUTEABHBIN AuarHo3 «CHUHAPOM
Mapiiaara». Ha doHe mpuema TAIOKOKOPTUKOCTE-
POUAOB TeMIlepaTypa HOpPMaAHW30BaAach Cpasy, OT-
Medanrach OwicTpasg Hopmaamusanus CPB u apyrux
MapKepoB BoclareHHus. PeGeHOK OBIA BBIIUCAH
C He3HAUUTEeAbBHBIMU OTKAOHEHMIMH B reMorpaMMe
U HOPMAABHBIMM OMOXMMUYECKUMU ITOKa3aTeAsIMU.
Ha MOMeHT BBIINCKY B KAMHUYECKOM aHaAu3e Kpo-
Bu oT 12.02.19 — WBC 9,2x10°/A, RBC 4,23x10'%/4,
HGB 115 r/a, PLT331x10°/A, NEU /g 3%, c¢/s 56%,
LYM 38%, MON 1%, EOS 2%, CO3 17 mM/u4. B 6u10-
XMMHUUYECKOM aHaamse KpoBu oT 12.02.2019 — ypo-
Beur CPBE 0,90 mr/a, ACT 32 ep/A. 3a MAaALUMKOM
POAOAKEHO HaOAIOA€HHE B AMHaMHKe B YCAOBUSIX
AHEBHOTO cTallMoHapa. B paabHelIIeM coxpaHsaAach
IIUKAMYHOCTL TeueHUs 3aboaeBanums. 25.02.2019 r.
OTMedYaAcsd pelupAuB cuHApoMa Mapiiaara: pebe-
HOK IIOCTYIIMA B KPYTAOCYTOYHBINM CTallioHap C T'U-
neptepmuent Ao 40,0°C, Ipu KAUHUUYECKOM OCMOTpe
BBIAEAEHBI IBA€HUS aPTO3HOTO CTOMATUTa, OCTPOTO
TOH3UAAMTA C rurneprpoduert HeOHBIX MUHAAAUH 3
crenenu. [1pu AabopaTopHOM 00CAEAOBAHUH B reMO-
rpaMMe HeUTpOoUAe3 C HAaAOUKOIAEPHBIM CABUTOM
20 14% Ha poHe HOPMAABHOTO YPOBHS A€UKOIIUTOB
u COD. Yposenb CPE mosruiiiern po 57,2 mr/A. Ha
doHEe OAHOKPATHOTO BBEAECHUSI IPEAHM30AOHA B
ob6weme 30 Mr (13 pacuera 2 MT/Kr/CyT) OTMEYaAUCH
ObICTPOe OOpaTHOe pa3BUTHE CHUMITOMOB U HOpMa-
AM3anusag AabOpaTOPHBIX IoOKasaTeAel. AAUTEeAb-
HOCTb CTAIIMOHAPHOTO A€UeHHs CoCcTaBuAa 3 AHA. Ha
doHe KOPTUKOCTEPOUAHOMN Tepallu OTMEYaA0Ch CO-
KpallleHle UHTePBaAOB MeXAY (peOpUABLHBIMU aTa-
KaMu A0 2 — 2,5 HepeAb. CAeAYIOIINHM PelfUANB OTMe-
yaacs 16.03.2019 r. [Tpu moCcTynIA€HUM AMXOPAAUA AO
39,6°C, mpu ocMOTpe 0OHapPYy KeHBI IBA€HHUSI OCTPOTO
puHHNTa, PapUHTOTOH3UAAUTA M aPTO3HOTO CTOMa-
TUTa. B KAUHUYEeCKOM aHaAn3e KPOBU HeNTpoduies
MO 85% C TTAaAOUKOSIAEPHBIM CABUTOM A0 24%, COD —
23 mMm/4, ypoBenb CPB — 57 mr/A. B Ma3ke oTaeasi-
€MOTO 13 3eBa Ha peclupaTOpHble BUPYChl METOAOM
IMLIP Beipenensl PHK punoBupyca (conmyTcTByIOMEeN
pPUHOBUPYCHOM WH(eKIuu). B mepBuI M BTOpOU
AEHb OT MOMEHTa IIOCTYIAeHMS OBbIA BBEAEH IIPeA-
HU30AO0H M3 pacuera 2 u 1 mr/kr/cyr (30 Mmr u 15 mr

COOTBETCTBEHHO) C BBIPa’K€HHBIM ITOAOKUTEABHBIM
s¢pdexToM. Ha TpeThU CyTKM MaAbUMK OBIA BBIITHMCAH
U3 CcTallioHapa C HOpMaAu3aluell KAUHUYECKUX U
AabOpaTOPHBIX TTPOSIBACHUIM.

C y4eTOM COKpallleHHsI MeKIIPUCTYITHOTO MHTepBa-
Ad PeKOMEHAOBAHO ITPOBEeAEHME TAAaHOBOM TOH3UAAIK-
Tomuu. [Tocae mpoBepeHHOM B Utoae 2019 1. apAeHOTOH-
3UAADKTOMUU PeOPUAbHBIE aTaK! He TTOBTOPSIAUCE OO-
Aee 5 MecdneB. B ceHTsa0pe MaAabuUK OBIA TOCIIUTAAU-
supoBaH B KAnHUKY AHKLWB B cBsA3M ¢ AUXOpaAKOM
AO (heOpPUABHBIX ITMPP M KaTapaAbHBIM CHUHAPOMOM.
B remorpamMmme oTmMeuanrach AeMKoOmeHust A0 3,5x10%/4,
AUMPOITUTO3 A0 76%, TTAAOUKOSAEPHBIE HEUTPODUABI
coctaBUAM 5%. YpoBeHb CPB B mpeperax HOPMBI (2
mr/A). TakuM o6pa3oM, UMEAO MeCTO TeUeHUe OCTPOH
pecnupaTopHOM MH(MEKIIUH, TPOBOAMAACH CUMIITOMA-
THYeCcKas Tepamnus C IOAOSKUTEABHBIM 3(P(PEeKTOM.

OCO0OeHHOCTBIO AQHHOTO KAWHUYECKOTO CAydYas
SIBUAOCH TO, UTO PeOeHOK ObIA MH(PUITUPOBaH repIiec-
BHUpPycOoM deroBeKa 6 Tuma (BI'Y 6). B paabHelineM
OTMEeYaACcd TePCUCTUPYIOUINY XapaKTep TeueHUs
repriec-BUPyCHOM nH@eKIun (B KpoBu MeTopoMm [LIP
nepuopudecku obHapy>xkuBaru AHK Bupyca, He3Ha-
YUTEABHYIO TpoMOonuToneHuo (A0 160 — 170x10°/A)
U CIA€HOMETaAMIO; MOHOIIUTO3 A0 15% OBIA 3aperu-
CTPUPOBAH OAHOKPATHO 3a BeCh aHAAM3UPYeMbIN
IIepuoa), OAHAKO AASI AKTUBHBIX U IIE€PCUCTUPYIO-
IINX Teplec-BUPYCHBIX MHMEKIUN He XapaKTepHa
pPeryAsipHOCTh (peOPUABHBIX aTakK, HEeUTPOPUABHBIN
AEUKOIIMTO3 C MaAOYKOSIAEPHBIM CABUIOM, BHICOKHE
ypoBHU CPB. B onrcaHHOM KAMHUYECKOM CAyYae He
BCe AMXOPAAOYHbBbIE aTaKM COIPOBOKAAAUCH BBISIBAE-
HIEeM BUPYCOAOTHMUYEeCKUX MapKepoB BI'U6, yTo cBuAe-
TEeABCTBOBAAO O COITYTCTBYIOIIIEM XapaKTepe IIepCcuc-
Tupytomenn BI'U6-uHpeKuM U He IPOTUBOPEUMAO
YCTaHOBA€HHOMY OCHOBHOMY AMAarfosy. [ToATBepiK-
A€HUEeM HaAW4us CHUHApoMa Mapiilara y pebeHKa
Oblra MTHOBEHHAas MIOAOKUTEAbHAas peaKIiud Ha Tepa-
N0 TAIOKOKOPTUKOCTEPOUAAMU M ITOAOKUTEABHBIN
3P PEKT TOH3UAAIKTOMUU.

3aKAlYeHue

CunppoM Mapiassa SIBASIETCSI BO3MOJKHOU IIpH-
YUHOU PEUANBUPYIOUINX AMXOPAAOK B AETCKOM BO3-
pacTe. YUUThIBasg KAMHUYECKYIO KapTUHY 3a00AeBa-
HUS, AeTH C AQHHBIM CMHAPOMOM 3a4acTyIO HaOAIOAQ-
IOTCS lepAraTPaMU UAU UH(EKITUOHUCTaMu. VIM mpo-
BOAAT AabopaTopHOe 0O0CAepOBaHUeE, B TOM YHCAEe Ha
reprec-BUpPyCHble NH(EKINN, KOTOPble MOTYT OBITh
3THOAOTUYECKUM (DAaKTOPOM AASL YACTBhIX 3a00AeBa-
HUY, UTO B PsAE CAydaeB TpeOyeT IPOBEAEHUs IIPO-
TUBOBUPYCHOU Tepanuu. B mraHe puddepeHIrarb-
HOM AMArHOCTHMKM Ba’KHO IIOMHUTH, UTO 4YeTKas IU-
KAUYHOCTb (PE€OPUABHBIX aTaK, BBIpa’KeHHas I'uIlep-
TepMus, HeUTpoduAre3 C Pe3KUM ITaAOUYKOSAEPHBIM
CABUTOM, BEICOKUM ypoBeHb CPB He XapaKTepHBI AAT
replec-BUPyCHBIX UH(eKIUM. BHUMATEABHBIN U IIOA-
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POOHBIN cOOp aHaMHe3a, aHaAu3 KAMHUYEeCKOU Kap-
THUHBI ¥ AAaOOPATOPHBIX AQHHBIX MOTYT ITOMOYE B PaH-
Hel AMArHOCTHKe 3a00AeBaHUs 1 M30eKaTh YaCThIX,
HeoOOCHOBAHHBIX KYpPCOB aHTUOAKTEPUAABHOU HAU
MIPOTUBOBUPYCHOM M UMMYHOMOAYAUPYIOIIEH Tepa-
nmuu. HasHaueHHOe AeueHUe, MOAOOpPaAHHOE WHAU-
BUAYAAbBHO M B OOABIIMHCTBE CAyYaeB BKAIOUAQIOIEe
KOPTUKOCTEPOUABI, TIO3BOASIET YAYYIIUTH KadyeCcTBO
SKU3HU KaK MalleHTa, TaK U BCeH CeMbH.
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