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CUHAPOM NMepuoanYeCKON JIMXOPaaKHU ¢ AePUUNTOM MeBaJIOHaTKMHa3bl, KOTOPbLIN TaKXe Ha3biBaloT CUHAPOMOM rUMepuM-
MyHOro6yimHemmm D, oTan4aeTcs paHHUM HayaoM M OTHOCUTE/IbHO 6/1aronpuAaTHbIM TeyeHueM. B ctatbe npuBoauTcs
KJIMHUYECKMI Crlydai CUHAPOMa NepuoandYeCcKon IMXopaaKku ¢ AedULNTOM MeBaloHaTKMHa3bl y JEBOYKM, BO3PACT KOTOPOH
B HacTosilee Bpems 2 roga 9 mec. 0coboe BHUMaHUe yaenseTcs Bonpocam AndoepeHLUmnansHon AMarHOCTUKY 60/1€3HM.
KnioyeBble cnoBa: rnepuoagnyeckas JmMxopajka, CUHAPOM runepuMmyHornobynmHemun D (hyperimmunoglobulin-D
syndrome), fepuumnT MeBasioHaTKMHa3bl (mevalonate kinase deficiency), MmeBasoHoOBasi KUcao0Ta.

CvHOPOM nNepuoanyecKon nuxopagkn ¢ aeduuunTom
MeBaNoOHaTKMHa3bl OTHOCUTCH K rpynne HacneAacTBEHHbIX
GopM NEepPUOAMYECKON NUXOPaLKKU, OTIMYAETCH PaHHWUM
Ha4yanoM W OTHOCUTENbHO O61aronNpPUATHLIM TeyeHuem
[1-3]. Opyroe, 6onee pacnpocTpaHeHHOe ero Ha3BaHne —
CMHAPOM TMNEPUMMYHOMNO6YAMHEMUN D — oTparkaeT ToT
daKT, 4TO Yy 60/bHbIX 06bIYHO OOHAPYXUBAETCS MOBbILLEH-
HblM YPOBEHb UMMYHOrNo6ynuHa D. CnefyeT 3aMeTUTb, 4TO
Yy HEKOTOPbIX GOJIbHbIX C FEHETUYECKU MOATBEPKAEHHbLIM
CUHAPOMOM YpoBeHb MMMyHOrnobynuHa D He noBbIWeEH.
370 Npex/e Bcero Kacaetca AeTen B Bo3pacTe Ao 3 net [4].
CuHAOpOM «ronnaHACKOM NMxopaaku» Bnepsblie onucan BaH
[ep Meep B 1984 1., KOTOpbI 0603Ha4YKU €ro Kak coyeTta-
HWe GebpUbHbIX MPUCTYNOB M BbICOKOIO YPOBHS UMMYHO-
rno6ynuHa D B nna3me Kposw [2]. [lo c1x Nop CBA3b MeXay
CUHAPOMOM MNEepPUOAMYECKOM NUXOPaZKWM U MOBbILEHUEM
UMMYHOrNo6ynuMHa D HesicHa, HO, NO-BMAMMOMY, UMMYHO-
rno6ynuH D He y4acTBYEeT HENOCPEACTBEHHO B NaToreHese
60one3Hn. B MMpoBou nuTepatype TepMUHbI «CUHAPOM Nepu-
OAMYECKOM NnMxopadku ¢ AeduuMTOM MeBaNIOHATKMHA3b» U
«CMHAPOM TUNEePUMMYHOrNobynMHemun D» McCnonib3ytoTcs
KaK CUHOHUMBbI.
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KJIMHUYECKUE NPOSABNIEHUA

U ANATHOCTUKA CUHAPOMA

CvHAPOM NEePUOaNYECKOMN NMXOpaaKu ¢ aedUuUTOM MeBa-
NNOHATKMHAa3bl OT/IMYAETCSH PaHHUM HavyanoMm, B CpeaHem nep-
Bble 6 MEC }M3HWU. ANM30/1bl BbICOKOM TIMXOPaAKM C 03HOGaMM
npoaomKatotca 3—7 AHEN U BO3HUKAIOT C NEPUOAMYHOCTBIO
1 pa3 B 2—6 Hepa [5]. MNpucTynbl MOryT UMETL 6oiee Unn MeHee
BblpaXEHHYI0 NepuoanyHocTb. PaKTopamu, NPOBOLIMPYIOLLX-
MKW 060CTPEHUS, BbICTYNaloT GU3MYecKkas MM 3MOLMOHaNb-
Hasa Harpyska, 1M60 UMMyHM3aLus. PebpunbHbIe NPUCTYMbI
MOTYT BO3HUKaTb 1 6€3 BUAUMBIX MPUYKH [B].

Yalle Bcero nvMxopajka COMNPOBOXAAETCH OLHO- WU
[IBYCTOPOHHEW, MHOorga 60ne3HEHHON, WenHon numdoane-
Honatuen (98% naumneHToB), NATHUCTO-NANyNe3HOMN CbiMblo
(85%), 6onamu B xuBoTe (85%), cnneHo- U renatoMeranuen
(50%), aptpanruamm (80%). O4eHb YacTo BO BpeMS JINXO-
paflkn BO3HUKAIOT pBOTa M AMapes, UBMEHEHUS CINM3UCTbIX
060104€K (3p03UN CIN3UCTON 060I0YKM POTOBOM MOMOCTH
1 MOMOBbIX OPraHoB, Kak Npu 6one3Hn bexyeta), MManruu,
6onu B ropne [3, 6].

Mexay nuxopagoyvHbiMKU MPUCTYNnamMu camMo4YyBCTBUE
pebeHKa ypoBneTBopuTenbHoe. HW  PU3MKaNbHbIX,

Periodic fever syndrome (mevalonate kinase deficiency,
hyperimmunoglobulinemia D syndrome) in children

Periodic fever syndrome with mevalonate kinase deficiency, also known as hyperimmunoglobulinemia D syndrome, is characterized
by early onset and relatively benign course. The article contains a history case of periodic fever syndrome with mevalonate kinase
deficiency in a 2-years-9-months old girl. The challenges of differential diagnostics of this disease are accentuated in the article.

Key words: periodic fever, hyperimmunoglobulinemia D (hyperimmunoglobulin-D syndrome = HIDS), (mevalonate kinase

deficiency = MKD), mevalonic acid.



HM NabopaTOPHbIX MPU3HAKOB BOCMaIEHUA B MEXMPUCTYN-
Hbl Nepuog He BbisBagetcs. [lcMxoMmoTopHoe U dUsnye-
CKOe pa3BuUTHE AeTern ¢ 3Ton GOopMOM NaTtonorMm 06bIYHO
HopmanbHoe [2, 3]. C Bo3pacToM MposiBNEHUs 60ne3HM
CTAHOBATCA MeEHee BbIPaKeHHbIMUW, 4YacToTa MPUCTYNoB
06bI4HO ymeHbluaeTcs. B nccnegosaHnn M. Korppi et al.
[3] npu KaTaMHecTu4yeckom ob6cnepoBaHuMm 103 B3poc-
NbIX C CUHAPOMOM MEPUOAMYECKON NUXOpPaaKK ¢ aeduum-
TOM MeBaNloHaTKMHa3bl B Bo3pacte 16,5-57,5 net y Tpex
nauueHToB OTMeYasics aMUIoMa03, Y AeCATU — CnaeYyHbln
npoLecc B OPIOWHOM NONOCTU U Y YeTbipex 4enoBeK —
KOHTPaKTypbl CycTaBOB. Pa3BuThe cnae4yHoro npotecca
B OPIOWHON MONOCTU FOBOPUT O TOM, 4YTO BOIN B XKMBOTE
BO BpeMs JInXopago4HbIX MPUCTYNOB CBSi3aHbl C acenTuye-
CKUM neputoHuTom. Cnegyet ob6paTtuTb BHUMaHWE Ha To,
4YTO B PEAKMUX Clydasx Oaxke B MEXMNPUCTYMHbIM Nepuoa
NOMHOW PEMUCCUU CUMMNTOMOB He OTMeyvaeTcs, Ha nabo-
paTopHOM YpPOBHE 3TO MNPOSABAAETCH B BUAE MOBbIWEHUA
YPOBHS MapKepoB BocnaneHusa [7, 8].

[0 OTKpbITUA FeHa MeBasioHaTKMHa3bl Hanuyne BbICO-
KOro ypoBHSI MMMyHOrnob6ynrMHa D B nna3me KpoBW cyuTa-
NI0Cb HEOBXOAMMbIM YCNIOBUEM [/ YCTAHOBNEHUS AnarHo3a
cuHapoma runepummyHornobynnHemum D [9, 10]. YpoBeHb
UMMYHOr106ynHa D B 60NbLUMHCTBE Clly4aeB MnpeBblaeT
100 MEa/mn (410 cooTBeTcTBYET 14 mMr/an), a B cpeaHeMm
coctaBnger 400 MEa/mn (npu ABYKpaTHOM McCClefoBaHUu
C MHTepBanoM 1 Mec, Npuyem 3TOT NoKasaTesb He 3aBUCHUT
oT dasbl 605ne3HM). B oTaenbHbIX cnydasx, npexie BCero
y OeTen B BO3pacTe A0 3 /IeT, ypOBEHb 3TOro nokasartens
HaxoauTCcs B npegenax Hopmbl. B HacToswee Bpemsa npu-
HATO CYMTaTb, YTO NOBbIWEHWE YPOBHA UMMYHOMT06YNnHa D
B Nniia3Me KpoBW He fABfseTcs cneumdpuyeckuMm MapKepom
CUHAPOMa NepuoanyecKon nmxopagku ¢ aeduumuTom MeBa-
NIOHaTKMHa3bl [11]. Y 60MblWKHCTBA 60/IbHBIX MTOMUMO UMMY-
Horno6ynmMHa D noBbllaeTcs ypoBeHb MMMYHOIN06ynMHa A
(6onee 260 mr/an) U ummyHornoéynuHa M [12].

debpunbHble NPUCTYMbI COMPOBOXKAAIOTCH HENTPODUNb-
HbIM NEeNKouuTo30M, noBbllweHneM COJ, BbICOKMM YpPOB-
HeM C-peaKTMBHOro 6enKa, CbIBOPOTOYHOro amunouga A,
nUn 1, Nn 6, dHO-«. YpoBeHb NpPOKanbLMTOHMHA OCTaeTCa
HOpManbHbIM WAM yMepeHHO MnoBbiwaeTtcs. CoaeprkaHue
deppuTMHaA MOXKET MOBbLIWATLCA, HO HAKOrAa He AocTuraet
3Ha4YeHWI, XapaKTepHblx Ana 6one3Hn Ctunna [8]. B HekoTO-
pbIX cny4asx HablogaeTcs rmnoxonecTepuHeMus.

Bo Bpemsa nuxopafoyHbIX NEpuUooB (HO He Mexay
HMMM!) MOBbILWAETCs YyPOBEHb MEBAIOHOBOM KUCNOThl B MOY€e
Ao 5-27 MMonb/MONb KpeaTuHWHa (npu Hopme 0,08-
0,3 MMONb/MOsb KpeaTuHuHa) [13], aKTUBHOCTb MeBanoHar-
KnHa3bl B iMMoLUTax CHMKeHa 40 1—8% HOpMbl.

[narHo3 cuHAapoMa TMOATBEPIKAAETCH TEeHETUYECKMU.
B 60nbWHWHCTBE Ciy4yaeB BbISBASETCH KOMMayHA-reTepo3u-
roTHast AW rOMO3UIOTHas MUCCEHC-MyTaLus reHa MeBasno-
HaTKWMHa3bl, T.€. 415 CHUKEHNS QYHKLMKM MeBaNoOHATKMHA3bI
o6e annenu reHa JoMKHbl ObiTb HEMOMHOLEHHbIMMU.

MATOTEHE3 CUHAPOMA

[eH mMeBanoHaTKMHa3bl HaAXOAMTCA Ha AJIMHHOM naedye
xpomocombl 12 (12g24) [13, 14]. O6bl4HO HacnenoBaHue
CUHAPOMaA MPOUCXOAUT MO ayTOCOMHO-PEeLEeCCMBHOMY Mexa-
HU3My. OfHa M3 caMbIx YacTblXx MyTaLMi — 3amMeHa BasjiMHa
B MnosoxeHun 377 Ha usonenumH. B Hebonblwom uccneno-
BaHun S.M. Houten [13] mytauusa V3771 BbiaBneHa y Bcex
yeTbipex o6cnegoBaHHbIX C CUMHAPOMOM MEPUOAMYECKOMN
NIMXOPaAKM M He BbiiIBNE€Ha HW y OoAHOro u3 24 nauyuex-
TOB rpynmnbl KOHTPONdA. Yacto BcTpevatoTcs MyTtaumm V3771,
1268T, H20P/N, P167L, N301T n A334T [15, 16]. MyTtauuu
reHa MeBafloHaTKMHa3bl HapyLWatoT CTabUIbHOCTb CTPYKTYPbI
depMeHTa U yMEHbLIAIOT €ro aKTUBHOCTb.

MeBanoHaTKMHa3a — Kto4eBon GepMEHT LEeNnOYKN CUH-
Tesa usonpeHouaa u creponia. C MOMOLLbIO KIKOYEBOrO
depmeHTa Bcen LenoyKku (Tak Ha3blBaeMbli «MEBaIOHOBbIN
nyTb») 3-rUAPOKCUMeETUNINyTapun-KoA-peayKkTasbl, auetu-
KodepMeHT A npeBpallaeTca B MeBanoHaT, KOTOpbIA Mog
JeNcTBMEM MeBafloHaTKMHa3bl B HECKOSIbKO 3TanoB mnpe-
BpallaeTcs B n3oneHTeHnnaudpocdar (aKTMBHbIN U3OMPEH).
OT aKTMBHOIO M30rnpeHa nyTb 6MOCUHTE3a NPUBOAUT K 06pa-
30BaHMUIO XONECTEpPUHA, CTEPOUAHbIX FOPMOHOB, MXENYHbIX
KUcnot, BuTaMuHa D, gonuxona, yoUXnMHoOHa, MMNUAHbLIX «AKO-
pew» Ansa MembpaHHbIX 6ENKOB, 30MPEHONAbI UrpatoT POSb
B NepeHoce 3/1EKTPOHOB M Jaxe B MOAMbUKaLMK HYKNeOoTH-
[oB, Bxoasauwmx B coctas TPHK. [MatoreHes cuHapoMa runep-
MMMYHOM06YIMHEMMKM D A0 KOHLIA HESICEH, HO M3BECTHO, YTO
y TakMX NauMeHTOB MPOUCXOAMT HaKoMIeHUe MeBaNoOHOBOM
KUCNOTbl B KPOBU U BblAeNEHNE ee C MOYOW, Ha YEM OCHOBA-
Ha gMarHoCTMKa 6oNe3Hu.

PaHblue reH MeBanoHaTKMHa3bl Gbll U3BECTEH B CBA3M
C MeBanoHoBoOW auugypuen. NMpu aTon 601e3HM oTMeYaeTcs
NMoYTM MOMHOE OTCYTCTBME MEBaNOHATKMHAa3bl (aKTMBHOCTb
depmeHTa MeHee 0,1%), 4TO KIMHWYECKM NpPOSABASETCA
TSXKENON 3aAEPXKKOM MNCUXMYECKOro U (GpU3MYEecKoro pas-
BUTKA, aucMopodusamu nuua (Mmkpouedanus, gonuxoueda-
Nnsa, HEOObIYHO LMPOKMUE POLHUYKM, HUBKOMOCAMEHHbIE
M NOBEPHYTbIE Ha3af yLHble PAKOBWUHbI, aHTUMOHTOMIOMAHbIN
pas3pes rnas), «ronybbiMK» CKIepaMu, KaTapakTon 1 HeBpo-
NIOTMYECKMMKU cUMNTOMamMU. [ns NauMeHTOB ¢ MEBaNOHOBOM
aunaypuen Takxke xapaktepHbl GebpuibHble KPU3bI.

MexaHn3Mbl, C MOMOLLbIO KOTOPbIX AedeKTHas aKTWB-
HOCTb MeBasloHaTKMHa3bl NPUBOAUT K GebpubHbIM aTakam,
4O CUX MOP HeaoCTaTO4HO MOHSATHbLI. lonHoe oTcyTcTBUE
MeBaJ/IoOHaTKMHa3bl, TaKUM 06pa3oM, MPUBOANT K GpeHoTUNy
MEBa/NOHOBOM auuaypum, a HaCcTU4HbIN aeduunt — K dbeHo-
TUNY CUHAPOMA FrMNeEPUMMYHOro6ynuHemun D [17, 18].

TEPANUSA NPU CUHAPOME NMEPUOANYECKOWM

JINXOPAZIKHU C AEDULIUTOM

MEBAJIOHATKMHA3bI Y AETEX

Bonpoc o0 neyeHun OeTer ¢ CUMHAPOMOM nepuoauye-
CKOW NIUXOpafKu ¢ AedMUMTOM MeBaNoOHaTKMHa3bl OCTaeT-
€Sl OTKPbITbIM. XOPOLLO 3apeKkoMeHjoBanu cebs npenapa-
Tbl, UHTUOUPYLOWME aencteue WUJ1 1, ogHOro U3 KIYEBLIX
MeanaTtopoB BocnaneHus. lMNpexage Bcero, aTo aHaKWHpa,
KoTopasa npeacTtaBnseTr cobov PEeKOMOWHAHTHbIA Hernu-
KO3WNMPOBaAHHbLIM YenoBeYEeCKU 6Gnokatop pelenTtopa
M1 1 (aHanor ectecTBeHHOro 610KkaTopa peuentopa U1 1).
HoBble npenapaTbl, ABASAOWMECH albTEPHATUBOW aHAKWUH-
pbl — puWAOHaLENT (pacTBOpMMblE PeLenTopbl-NOBYLLKM
ana U 1B n U 1a) n KaHakKMHyMab (NOMHOCTbLIO ryMaHu-
3MpPOBaHHble MOHOKJ/I0OHaNbHble aHTuTena K W1 1B) noka
He uccnenoBaHbl y AeTen C CMHOAPOMOM NEepPMoaMYEecKon
nuxopagku ¢ aeduumtomM MeBanoHaTkuHasbl [19]. EcTb
JaHHble 006 3pdEeKTMBHOCTM 3ITaHepuenTa (MHrMOGUTOPa
PHO-w).

OnucaH MONIOXUTENbHBIN 3PdEKT CUCTEMHbBIX [it0-
KOKOPTUKOMAOB Npu GebpunbHbIXx cyaoporax (0CO6eHHOo
B Havane npucrtyna) [4, 6, 20]. EcTb AaHHble 06 3addekK-
TUBHOCTM KOMOWHaUMKM NpeaHM3000HaA, al3aTMonpuHa
N BHYTPUBEHHbIX UMMYHOI06Y/IMHOB B BUAE YMEHbLUEHUS
4acToTbl M TKecTn GebpuibHbiX NpucTynoB [3], a Tak-
e CTaTUHOB B BUAE 06JIeryeHus NMpUCTynoB JIMXOPaAKK
Yy HEKOTOPbIX B3POC/bIX 60/bHbIX C CUHAPOMOM TUMEPUM-
MyHOrno6ynmHemun D.

HW KONXWMUMH, KOTOpbIA MCNONb3yeTcs Npu CEMENHOM
CPEAM3EMHOMOPCKON NIMXOpadaKe, HU WMMMYHOTNO6YIUHbI,
HW UMTOCTATMKM, KOTOpblE MOMOralT MPU MHOTMX ayTOMM-
MYHHbIX 601€3H$X, He 3DPEKTUBHbBI NPU CUHAPOME TMNEPUM-
MyHorno6ynmHemun D.
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KAWHUYECKUA NPUMEP

Huxe npeacTaBfneH KIAMHUYECKUMM chydan nepuoguye-
CKOM Nnxopagku ¢ aeduLUTOM MeBasloHaTKMHa3bl y nauu-
eHTKM K., Bo3pacT KoTopow 2 roga 9 mec.

[JeBo4yKa poaunacb OT TpeTben O6epeMeHHOCTHU, Mpo-
TeKaBlen Ha PoHe ene3oaedULUTHON aHeEMUU Y MaTepu.
Poabl 6bi1n camocTosATeNnbHble, cpoyHble. Poautenu n aBe
CcTaplue CecTpbl NaLMeHTKKU 300poBbl. bpak He poACTBEH-
HblM. MaTb ¥ OTeL, pycCKWe, Cpean NpeaKoB ecTb npeacTa-
BUTENN TPY3UHCKOM W eBPENCKON HauuoHanbHOCTU. CeMbs
*MBeT B MOCKBE, B ApyrvMe permoHbl He Bble3xana. [leBoyka
HaxoAunacb Ha rpyaHOM BCKapMaMBaHWW OO OAHOrO roga.
B paHHeM aHamMHe3e ob6pallaloT Ha ce6s BHUMaHWe anu3o-
[1bl NOSB/IEHMS NMPOXMIIOK KPOBW B CTyNe, KOTOPbIe COXpaHs-
JINCb Ha MPOTAXKEHUN NePBbIX 2—3 Hep Xn3HW. B nocnepyto-
WeM JaHHbI CUMNTOM OTMeYancs anuM3oanyeckun, 1-2 pasa
B MEC, Jle4eHne no aTomy noBoAay He npoBoannock. Mo aaH-
HbIM KJIMHWMYECKOro aHanu3a KpoBM, YPOBEHb remMoriobuHa
COXpaHsancs B npegenax HopmMasbHbIX 3Ha4eHUn. N3BECTHO,
4YTO B BO3pacTe 3 MecC AeBOo4Ka rnepeHecna oCTpbli GPOHXMUT,
OAHOBPEMEHHO HabnAanUcb CUMMNTOMbI FaCTPO3HTEPUTA.
B cBfi3n ¢ Hanuunem NemKouuTo3a B KPOoBU (LMdpPbl HEUS-

Ta6nuua 1. Pe3synbrathl 1abopaTopHbIX UCCEeA0BaHUI KPOBU
naLneHTK1

Moka3sarenb Pe3ynbrar Hopma
JT-IS:.I;(I:;TH post (HeVITpO:tEVII;)bI 60%) 10-15
[eMorno6wuH, r/n 77 100-120
CO3, mm/vac 50 2-15
CPB, mr/n 250 5
MKT, Hr/m no9 0,05
IgA, mr/an 248 8-70
IgM, mr/an 307 30-100

lMpumevarme. CO3 — CKOPOCTb 0OCeAaHUsa IPUTPOLUTOB;
CPB — C-peaKtuBHbIM 6€n0K; MKT — NpoKanbLMTOHWUH;
I8A — UMMYHOrNO6YNUH A; IgM — MMMYHOrno6ynnuH M.

Puc. MNopakeHne cnm3nctomn 060104KM BO BPEMS JIMXOPAA0HHOIO
nepuofa y naumeHTkun K.

F

BECTHbI) 6bl/1 NMPOBEAEH KYPC aHTMOaKTepuanbHON Tepanuu
LedpoTaKCMMOM.

B Bo3pacTe 4 Mec OoTMeYannCb CXOAHble MeXay coboun
GebpunbHble anu3oabl. [lepBbi aNM304 COMPOBOXKAANCA
BbICOKOM JINXOPAAKOW, SPKOW NATHUCTO-Nanyne3Hon CbiMblo
Ha HWXXHEN 4acTu Tena, nepuaHasibHbIM AepMaTtuToOM U y4a-
LWEHHbIM CTYJIOM C MPUMECHIO CIIM3U U KPOBM, CheHOMe-
raaven, Kotopasa Obina NOATBEpPMKAEHA MNpW MNpoBeAeHun
Y3U (pa3mep ceneseHkn 80X38 MM MNpu HOPME OKOMO
54X40 mm). MNpu 06cnenoBaHUK BbIBAEHO 3HAYUTENbHOE
NnoBbIlIEHWE BOCMaNUTENbHbIX MapKepoB KpoBu (Tabn. 1),
BbICOKUM YpOBeHb IgA u IgM, Taxenas enesogeduuntHas
aHemMus, BocnanuTe/bHble UBMEHEHMS B KONporpamme (npu
MUKPOCKOMUYECKOM WCCIEA0BAHUN NENKOLUTLI NMOKPbIBau
BCe nons 3peHus). CoctosiHne OblaI0 pacLEHEHO KaK OCTPbIn
3HTEPOKONNUT, MpoBOAMNAChb aHTUbGaKTepuanbHas Tepanus
uedTpnakcoHoM, Ha GOHE Yero nMxopafKka KynvpoBanacb
yepes 48 4, 0AHOBPEMEHHO CO CHUXEHMEM JIMXOPAAKM yracna
CblMb, CHU3WUICS YPOBEHb MApPKEPOB BOCMANEHNS B KPOBMU.

Cnenytolmi anu3o pa3Buacsa 4yepe3 2 Hed. 3a CYTKM
[0 nogbema TeMnepatypbl Tena oTMeYanoch nosiBneHne apt
Ha CIM3MUCTOM 060/104KE POTOBOM MOMOCTU U pa3BUTHE N10C-
CUTa C HafleTaMK Ha A3blKe Mo TUMy «reorpadryecKoro A3bl-
Ka» (puc.). Ha doHe nuxopanku fo 39,5°C nosiBunach SpKo-
KpacHasi obunbHasa NATHUCTO-Nanyne3Has CbiMb Ha KOXe
HUXKHUX KOHEYHOCTen M Arofuu, nosicHuubl. CTyn 4acTbii
C MPUMECbIO CM3M U KpoBW. 10 AaHHbIM NabopaToOpHOro
nccnefoBaHUs BblSIBEHO MOBbIWEHWE YPOBHEW BoOcnasu-
TeNbHbIX MapKepPOB KPOBW, CHUXEHWEe COoAepKaHUs remo-
rnobuHa po 75 r/n. bakrtepuonornmyeckue uccrnegoBaHus
KPOBW, MOYMU M Kana He BbISBWIM NATOreHHoM Gnopbl, Kak
BO3MOXHOM MPUYUHBI NMxopadku. NaumeHTKe 6bina HavaTa
Tepanus MeporneHemMoMm M aMmuKauumHom. Ha ¢doHe nposo-
OMMON Tepanuu oTMevanacb MocTeneHHas Hopmann3auus
TemnepaTypbl Tena 1 McHe3HoBeHME cbinu. MNpu nposeaeHmm
ractpo- W KOJIOHOCKOMWUU WMCTOYHWKA KPOBOTEYEHMS WNn
NPU3HaKOB HecneuudUYecKknMx BocnanuUTeNbHbIX 60/e3Hewn
KUWeEYHMKa He BbiIBNEHO. BBUAOY TEXHUYECKUX TPYyLHOCTEWM
TOHKasi KMLWKa OCMOTPEHa He 6bina.

Yepesd 2 Hepn pasBuWICA Cleayowuin anu3on auxopag-
KW, Ha GOHe KOTOpOW OTMe4vanocb MNOsiIBeHWE MSAHWUCTO-
nanyse3Hon CbiMM Ha KOXe, PBOTa, Pa3XWKeHue cTyna,
a TaKe BbICOKME BOCMaNUTENbHblE MapKepbl KPOBM.
CocTosiHMe HOpPManu30BaNioCb B TeYeHWe CYTOK Ha ¢oHe
aHTMbGaKTepuanbHOM Tepanun LedTpUaKCoHOM.

[anee anu3obl MMXOpPaAKMU y4acTUIUCL. HeTBePTbIN 3nu-
304 60/1€3HN NOBTOPUICS Yepe3 6 AHEN U UMeN XapaKTep-
Hblh CMMNTOMOKOMMJIEKC, OMWCaHHbIN Bbiwe. OOGWHUPHbLIN
anbdepeHuanbHO-AMarHOCTUYECKUIA MOUCK, BRJIOYatOLWMM
KOMMbIOTEPHYID TOMOrpaduio rpyaHon, OpoWHOM MNOSI0CTH
M NONOCTU MaNioro Ta3a C KOHTpacTUpOBaHWEM, CLIUHTUIPa-
U0, NYHKLMIO KOCTHOMO MO3ra, NO3BOJIUA UCKIIKOYUTL ONy-
XOneBble Npouecchl, 60NbWNHCTBO MHDEKLMI, UMMYHOAEDU-
LMTbl, XPOHUYECKNE BOCMNANUTENbHbIE BONE3HU KMLIEYHMKA.
[Tpn ceponornyeckom mccnefoBaHun 6biK BbiBAeHb! IgA-
aHTuTena K Yersinia enterocolitica. [TOCKONIbKY B nuTepaTtype
MMEETCS HECKOJIbKO COOOBLEHMA O MPOSABAEHUN MHPEKLMH
Y. enterocolitica B BWae ANUTENbHON WAW MEPUOONYECKON
nmxopagku [21-24], a TaKKe y4nTbiBas «BUANUMbIN» 3POEKT
OT aHTMGaKTepManbHON Tepanun U BbICOKUIM YPOBEHb MPO-
KanbLMTOHWHA, 6blN NPOBEAEH Kypc TepanmMu aHTMOMOTUKAMM
LUMPOKOIro CMeKTpa, BKIOYaoWMN BaHKOMULMH, aMUKaLIMH,
METPOHMAA301 C nepexoaomMm Ha uedenum. Ha doHe aHTU-
6aKTepranbHOM Tepanuu COXpPaHAIMCb NOAbEMbI TeMMNepa-
Typbl Tena NpubnunanTtenbHO 1 pa3 B Hel, KOTOpble CONpPOBO-
¥Aanncb NOBbIWEHWEM BOCMaNUTENbHbIX MAapKEPOB KPOBMH,
[vapeen, Horaa pBoToM M 6eCNOKOMCTBOM, KOTOPOE, Npea-
NONOXUTENBbHO, ObIN0 CBSA3aHO C 6015MK B MUBOTE. Kaxabln



pas3 AnxopajKa Kynuposanacb CamoCTOsTeNbHO 6e3 CMEHbI
aHTMbaKTepuanbHOM Tepanuu. Hu cbinb, HU NPUMECH KPOBMU
B CTyne 6o5nee oTMeyeHbl He 6bin. CamoyyBCcTBUE pebeHKa
ocTaBanoCb CTabwibHbIM, GU3MYECKOE U MCUXOMOTOPHOE
pasBUTME COOTBETCTBOBANO BO3pacTy. 3a 2 mec 60/Ie3HU
[eBoYKa npubaBuna B Bece 1 Kr.

B cBSA3K € N0OA03pPEHMEM Ha ayToBOCNaNUTENbHbIN XapaK-
Tep 60/1e3HNU BblN MPOBEAEH KypC NevYeHus npeaHM30/10HOM
1 Mr/Kr/cyT B TeyeHue 2 Mec. Ha doHe Tepanuu npeaHunso-
JIOHOM Y AE€BOYKM COXPaHANUCb PErynsapHble anM3oabl Ava-
peun n adTo3HOro ctomaTnta 6€3 NoBbILEHWS TeMnepaTypbl
Tena. llocne nocteneHHon OTMEeHbI NPeAHU30/10Ha 3NU30AbI
NIMXopagKn NPoaOSIKUTENBHOCTbIO 2—3 AHA BO306GHOBUINCH
¢ yactoton 1 pa3 B 7—8 AHen, nogbeMbl TeMmnepaTypbl Tena
COMPOBOXAaNnCb apTO3HBLIM CTOMATUTOM, MHOIAA CbiMbio U
03HO60M. B TeyeHne nocneayolmnx HECKONbKUX Mec AeBOYKa
nonyyana 6eTameTasoH BHYTPb OJHOKPATHO B Havane npu-
cTyna, Ha ¢poHe Yero nmMxopanKa Kaxkabli pa3 ObICTPO Kyrnu-
poBanacb. C Bo3pacTta 04HOro roga 6 mec y AeBOYKMU NOsSIBU-
nacb wenHaa numdageHonatus. Kpome toro, ¢ Bo3pacTa
8 MeC y AeBOYKMU CTaiuM BO3HUKATb CYAOPOXKHbIE MPUCTYMbI
Ha ¢oHe nuxopaaku. NepBble TP aNM3o4a UMENN XxapaKTep
TUMUYHBIX GebpunibHbIX cygopor. B Bo3pacTte ofHoro roga
8 Mec Ha hOoHe BbICOKOW IMXOPaAKM BO BPEMS CHa pa3Bucs
ONUTENbHbIM aTOHUYECKUMM MapoKCcUM3M € dOKasbHbIM KOM-
NOHEHTOM, KOTOPbIVM OCMOXHUACA Napanuyom Toada NeBown
pyku. C aTOro BpeMeHu pebeHoK HaxoanTcs Ha NPOTMBOCYAO-
POXKHOW Tepanuu BanbnpoaTtom HaTpus B Jo3e 50 Mr/Kr/cyT,
Ha GOoHe KOTOPOM Cyaoporu He NoBTOPSASIUCE.

YeTkaa nNepuoauyHOCTb MPUCTYNOB, XOPOWWW OTBEeT
Ha [IIOKOKOPTUMKOCTEPOUAbI, adTO3HbIM CTOMAaTUT BO Bpe-
MSl IMXOPaAKK [Janu OCHOBaHWE MpPeanosioXUTb Hanuyune
y pebeHKa cuHapoMa Mapwanna. LectumecsayHbli Kypc
UMMETMANHA, KOTOPbIX, MO AaHHbIM nuTepaTypsbl, B 30% cny-
YaeB yMeHbLIaeT NposiBNeHns 60/1e3HU, He NPUBEN K Yay4-
LLIEHWIO COCTOSIHMA pebeHKa [3].

B Bo3pacTte nonytopa feT AuarHo3 CuHApoMa nepuoau-
YECKOW NMxopafku ¢ AeduUMTOM MeBasoHaTKMHa3bl yXKe
He OCTaBns/N COMHEHWW. Bo Bpemsi 1nxopajoyHOro nepwmo-
[a 6bln onpeneneH ypoBeHb MeBallOHOBOW KUCNOTbl B MOYe,
KOTOpbIM cocTaBun 0 35 MMONb/MONIb KpeaTuHUHa (npu
Hopme 0,08-0,3 MMO/b/MONb KpeaTUHWHA), TaKKe BbIIBIEHO
CHUXEHWEe aKTUBHOCTM MeBaJIoHaTKMHa3bl. [1pyM YacTUHHOM
aHanu3e reHa MeBasiOHaTKMHA3bl BbifiBEHa reTepo3nroTHas
MyTauusi C 3aMEHOW Ba/lMHa Ha U30MenunH B 377-M Nnonoxe-
HUK, KOTOPas ABASETCS CaMOW YacToW MyTalMen nNpy AaHHOM
cvHapome [3]. Ins OKoHYaTeNbHOro NOATBEPKAEHUS AMarHo3a
HeobX04MMO BbISiB/IEHWE TOMO3UTOTHOM MW KOMMayHA-reTepo-
3UFOTHOW MyTauuK, OAHAKO OT AaNbHENLIMX MOJIEKYNSPHO-
reHeTUYECKUX UCCNefoBaHuM poanTeny AEBOYKM OTKa3auCh.
KoHueHTpaums ypoBHA UMMyHornobynvHa D nocne aByKpaTHO
NPOBEAEHHOr0 UCCIeA0BaHMs ocTaBanachb B HOpMe.

C BO3pacTa 0HOro roga 8 Mec AeBOYKa Hadvana nony-
yaTb aHTaroHucT peuentopos MUJ1 1 (aHakuMHpa) exxeaHEBHO
B go3e 100 mr/cyt. Ha doHe Tepanuun debpunbHble 3nNn3o-
[bl MPEeKpaTUINCb, HOPManM30BasCs ypoBEHb reMornobuHa
B KpOoBW. B HacToslee Bpems AeBOYKa pacTeT 1 pa3BUBaeT-
€Sl HOpManbHO.

[MOCKOMIbKY OMbIT IeYEHNUS CUHAPOMA TMNEPUMMYHOI0-
6ynmHemmun D aHakuHpow Hebonbworn (B MocKBe 3TO BTO-
pov pebeHOK C TaKNMM AMArHO30M, Noay4Yatolmn aHaKkuHpy),
yepes roj Mbl naaHupyem 6onee nogpo6bHO coobwutb 06
3ODEKTUBHOCTU MM HEIPDEKTMBHOCTU Npenapara.

OBCYXAEHME. TPYAHOCTU AUATHOCTUKU CUHOPOMA
OnucaHHbIf Bbllle KNTMHUYECKUI CiyYan BaxeH AN negu-
aTpMyYEeCKOW MNPaKTUKKW, BO-MEpBbiX, CBOEN PEAKOCTbIO MU,
BO-BTOPbIX, arPecCMBHbIM TEYEHUEM, 4HTO HETUMUYHO ANS

3TOro CMHAPOMa. bonesHb MeHsa CBOU «MacKu», Y4TO 3aTpya-
HANO ee AnarHocTuKy. MNepBble ABa GebpusibHbIX NpUCTyna
06MaH4Y1MBO BbIMAAENN KaK ocTpasi 6aKkTepuanbHas Kuliey-
Has uHobeKumus. Mpu aToM BBOAWAM B 3abNyKAEHWE MHU-
MbI 9QDEKT OT Ha3HayeHUs aHTMGaKTepuanbHOM Tepanuu
W 3HayYuTeNbHOE MOBbIWEHWE YPOBHA MNPOKalbLMTOHUHA.
lMoBTOpHbIE 3aNM304bl NNUXOPadKK, Aaxe Ha PoHe aHTUOakK-
TepuanbHOW Tepanuu, U oTpuuaTteSibHble pe3ynbTatbl 6aK-
TEPUONOTNYECKUX, BUPYCONOTMYECKUX WU CEPOSIOrMYECKMUX
UccnefoBaHUM MO3BONWMAM UCKIKOUYUTb MX MHPEKLMOHHYIO
NPUYKHY. Y NaUMEHTKH, KaK U Y 6ONbLUMHCTBA AETEN PaHHEro
BO3pacTta C 3TUM CUHAPOMOM, YPOBEHb UMMYHOIrNobynuMHa D
Obl1 B npefenax HOpMbl, HO OTMeYasnocb MnoBblleHne IgA
B 2—3 pa3a OTHOCUTENIbHO BO3PACTHOW HOPMbI. HETUNNYHOM
4N CMHAPOMa@ MNEePUOAMYECKOW NMXOpPafKu € aedpuumtom
MeBa/IOHaTKMHa3bl ABASETCA Tsenas aHemusa (remorno-
6uH po 60 r/n), HabnogaBllasca y pebeHKka U HocuBLlUas
TMMNOXPOMHBIA MUKPOLIMTAPHbLIM XapaKktep W, No-BUAUMOMY,
o6ycnoBfieHHas XPOHUWYECKUM 3aboneBaHMEM (O YemM CBMU-
[eTenbCTBOBaNM HOPMasbHbIM YPOBEHb GeppUTUHA, TPaHC-
deppvHa, KenelocBsa3biBalowen CnOCOOGHOCTU CbiBOPOTKM
KpoBW). Y AeTen C yKka3aHHbIM CMHAPOMOM HE OTMevaeTcs
TaKXe U HEBPONOrMYECKMX CUMNTOMOB, B OT/IMYME OT Hallewn
naLMeHTKK, y KOTOPOKW pa3BuiInCb CyAoporu, notpebosasLune
ONUTENbHOW Tepanuu BanbnpoaToM. ArpeccMBHOCTb 601€3HM
B OMWCbIBAEMOM Cllydae nposiBuiach HeOObl4aHO BbICOKOM
yactoton npuctynoB: 1 pa3 B 7-8 pgHen. [axe B Mex-
NPUCTYNHOM MEPUOAE COXPaHANINCL renatocrnieHoMeranums
1 NOBbILWIEHWE MApPKEPOB BOCMNaNeHUs B KPOBM (XOTS MO cpaB-
HEHMIO C TMXOPaLoYHbIM NEPUOLOM UX YPOBEHDb CHUMXKaNCA).

KaKoBbl e noaxodbl K AMarHoCTUKe CUHAPOMOB Nepuo-
[AMYECKOW NNXOPafKKU y AeTen?

Mpexkae Bcero, HYXHO pa3obpatbCsi C TEPMWUHONOMMEN.
Moa nuxopagkow nofpasymMeBaloT npexofsliee MnosbllleHue
TemnepaTtypbl Tena Bbile HOpMbl (06bl4HO 6onee 38°C npu
peKTanbHOM M3mepeHun unun 6onee 38,4°C npu U3MepeHun
B noaMblweyHon BnaguHe) [1]. lMNepuoanyeckas nuxopagka
XapaKTepusyeTcs Tpems uan 6onee anu3ogamMu MXOpagKu
B Te4yeHne 6 MecC (M3 3TOro npaBuia ecTb UCKIIOYEHUE: JINXO-
pafoYHble MepUoLbl NMPU CEMEWHOW CPean3eMHOMOPCKON
iMxopajKe MOryT BO3HUKaTb OAMH pa3 B HECKONbKO NET), Npu
OTCYTCTBUM ABHOIO 3a60/1eBaHNs, OObSACHSAIOLWEr0 IMXOPAAKY,
C MHTepBanamu, No MeHbllen Mepe, 7 OHEW MeXAay ann3oaa-
MU. [loa TEPMUHOM «IMXOpafKa HEACHOMO reHe3a» NoOHUMatoT
ANUTENbHYIO NUXOpadKy (6onee 8 aHen — 3 Hepd, Mo pas-
HbIM KnaccuduKaLmsam), MpMYMHa KOTOPOW nocne TuaTelbHO
CO6paHHOro0 aHamMmHe3a, KIMHUYECKOro 0OCMOTpa U NpeaBapu-
TenbHOro nabopaTopHoro o6cnenoBaHus HesacHa [1]. O6nacTtb
anddepeHLManbHOro NouMcKa npy NoBTOPSIOLLENCS NUXopaa-
Ke CUJIbHO OTInYaeTcs OT 061acTi MOUCKa Npu 06cneoBaHWu
naumeHTa ¢ 4 IMTeNbHOM INXOPAAKON HESCHOW 3TUOMOMUMU, T. K.
HEMNOCTOSTHCTBO SIMXOPaAKK 06bIYHO FOBOPUT B MOb3Yy A06PO-
KayeCcTBEeHHOro TedeHns 6onesHu. Mpogomkatowasca 6onee
2 Hep nuxopagKa TpebyeT UCKIIOYEHUS ANUTENBHO NPOTEKalto-
LWMX MHPEKUUIN, ayTOUMMYHHbIX 60/1€3HEN, UMMYHOAEDULMT-
HOrO COCTOSIHUSA, OHKO/IOMMYECKOM NaToNormu.

AnddepeHunanbHO-AUAarHOCTUYECKUI MOUCK NPU NEPUO-
[AMYECKOW NMXOpaKe BKIIOYaET B ce65 MHPEKLMM (Manapus,
O6pyuennes, Borrelia v pp.), nepBuyHble UMMyHOAEDULM-
Tbl (MPeXae BCero, UMKIMYECKYIO HEUTPOMNEHWUIo), ayTouMm-
MYHHble B0ONE3HU (CMCTEMHas KpacHas BOnYaHKa, 60/1e3Hb
bexyeTa, IOBEHUNbHbIA MAMOMNATUYECKUIA apPTPUT), CUHOPOM
bnay, oHKonorunyeckyio nartonoruio [6, 25, 26]. Cnegyet
06paTtuTb BHMMaHWE Ha TO, YTO [IOKOKOPTMKOCTEPOUbI
B 60MbLUIMHCTBE cly4aeB obneryailT CUMMNTOMbI, HO He Crno-
COBCTBYIOT KOHTPOJIIO 60/1€3HU.

EcTb psig npu3HaKOB, KOTOPbIM AO/I}KEH HABECTU Bpaya-
neauvartpa Ha MbIC/lb O HACNeACTBEHHbIX CUHAPOMaXx Nepuoam-
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YecKou ninxopadKkm y pebeHKa. B nepByto oyepeab, 3TO CUM-
NTOMbI, COMPOBOXAAIOLWME NIMXOPALKY: KOXKHble NPOSBAEHUSA
(cbinb, B T.4. KpanMBHULA), NOPaXEHUS CEPO3HbIX 060104EK
(6011 B KMBOTE, «OCTPbIN XMBOT», TOPAKANTUKU, NEPUKAPINT,
nopaenue tunica vaginalis, KOTOpoe MOXeT UMUTUPOBaTb
NepeKkpyT sinyKka), apTpanrum W apTpuUTbl, KOHBIOHKTUBUT
1 nepuvopbuTanbHble OTEKU, NMMbaaeHonaTus, BUcLLepome-
ranvs (renato- 1 cnaeHomeranus) [6]. Kpome Toro, BbiSBNS-
€TCs HannMyne NPOoBOLMPYIOLLMX TMXOPaAKY GaKTOPOB, TaKMX
Kak OPBW, nMMmyHM3auus, CTpecc, TpaBma, MeHCTpyaLuus,
ronogaHve. OTaenbHble HacneaCTBEHHbIE CUHAPOMBI MEpPUo-
OMYECKOW NIMXOPaJKM TaKXKe MOryT npoTeKaTtb C HEBPOJIOru-
YECKMMU HapyLEHUAMU (Hanpumep, XPOHUYECKUN AETCKUMN
KOYXHO-apTUKYNIIPHO-HEBPOJIOTMYECKUI CUHAPOM). Kpowme
TOro, 3NU30[4bl JIMXOPALKU COMPOBOXAAIOTCH MOBbILEHUEM
YPOBHS BOCMaNUTE/IbHbIX MapKepOB KPOBW, KOTOPbIK HOP-
Manuadyetcs B CMOKOMHbIM nepuos. CemMenHbll aHaMHe3
urpaet 60/bLUYI0 POJSib B IUArHOCTUKE CUHAPOMOB NEPUOLM-
YeCKOW JIUXOpadKu, KOTOpble HacnefylTcs no ayToCOMHO-
JOMWHAHTHOMY MexaHu3My (CUHAPOM, acCOLMUPOBaHHbIN
¢ peuentopom PHO-«, cuHApomM Makna-Yannca, ceMenHbin
XO/I0JOBOW ayTOBOCMaUTENIbHbIM CUHAPOM, B HEKOTOPbIX
cnyqasix — CceMenHas cpean3eMHOMOpPCKas JIMXopajKa).
Bo MHOMMx cnyvasx AMarHo3 yctaHaB/MBaETCS KIMHUYECKM,
reHeTU4yecKne UccnefoBaHUA MOryT He MOATBEPAUTb Aua-
rHos [4, 6, 25, 26] (tTabn. 2).

Henb3si 3abbiBaTb, YTO NOBTOPHbIE BUPYCHblE MHbEKLUU
4acTo CAyXKaT MPUYMHOWN «MEPUOAMYECKON NUXOPafKm». 3a0-
pOBble AeTU paHHero Bo3pacta MoryT 6onets OPBU go 12 pa3s
B roa [20]. KoHe4yHo, npu 3TOM 06bI4HO OTMEYaloT KaTapasb-
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