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XanKOBCKaﬂ MeauLNHCKaA akagemMmmna nociegnunyiiomHoro oGpasoBava

B nepeune pedxux, «cupomckux» 607ne3Hetl ueno6exa 0co6oe Mecmo 3aHUMArm aymosocnanumesnvHole
CUHOpOMbI/3a6071e8aHUS, OeOrOMUpyOUiUe 8 0eMCcKOM 603pacime, HACHO UMUMUDPYS KIUHUKY peemamu-
ueckux boneseti.

Bedywjuii npusnak 60mvuiuHcmea aymosocnanumenvHolx 3a0071e8aHUll — PeuuoUsUPyOUsULL
TUX0PAOOHHDITE CUHOPOM — CTIOHHAS OUACHOCUYECKAS 3a0a4a O KIUHUUUCMA. YCI0HHAem cumya-
Uuio U He3HAHUE NPAKMUYECKUMU 8PAYAMU CUMNINOMANUKU AYMO80CHATIUMETNIbHbIX CUHOPOMOS, BKII0-
4aAWUX HA ce200HAWMHUTL 0eHb 6onee 21 Ho30m02uMecKoti popmol (coenacto pezucmpy Eurofever). bones-
HU OAHHOLL 2PYNNbL 2eHeMU1ecKy 0etepMUHUPOBAHDL, 00YCI06/IeHbL MYMAUUIMU 26HO08, YHACEYIOULUX
68 peanu3auuu UMMYHHO20 OMEema CUCTeMbl 8pPOH0eHH020 ummyHumema. IIpedcmaesneno xkpamkoe
ONnucaHue MexaHusMos Paseumus aymosocnanumenvHoz0 CUHOPOMaA ¢ 6vl0eseHUeM OMIUHUNENbHbIX
NPU3HAK08 TUX0PAadouHo2o cunopoma. [lana KAuHuuecKas XapaKmepucmuxa 6poioeHHbIX nepuoouyec-
KUX IUXOPAOOUHBIX U KPUONUPUHACCOUUUPOBAHHBIX cuHOpomos. O003HAUEeHb XAPAKMePHDble NPUSHAKU
Kaxno0o2o cunopoma. Ilpusedervr cobcmeerHvie darHvle HAOIO0eHUS demeli ¢ ONUMeNnbHOL TUXOPAOKOL

HeACHO020 2eHe3a.

Kniouesvie cnosa: aymosocnanenue, nuxopaoka, opdarHovle 601e3HU.

JINXOMAHKA HE3’'ACOBAHOIO rEHE3Y

U AYTO3AMNAJNbHI CUHAPOMU

Mpo¢. 3. B. Enoesa, pou. J1. 1. Kucennosa,
gou. H. I. Mamanyit, gou. B. M. CasBo,
poul. T. 0. Oinoxosa, C. 0. MatBieHKo

Y nepeniky pioxicHux, «cupimcekux» x60po6
J0OUHU 0COOnUBe Micle HATEHUMb AYMO3anasb-
HUM CUHOPOMAM/3aX80PHOBAHHAM, SKi 0eOrmMy0mb
¥y ouma4omy 6iui, 4acmo imimyrouu KIiHiKy peema-

FEVER OF UNKNOWN ORIGIN AND
AUTOINFLAMMATORY SYNDROMES

L.V. Eloyeva, L. P. Kyseleyva,
N. 1. Mamalui, V. M. Savvo,
T. 0. Filonova, S. 0. Matviyenko

In the list of «orphan» diseases a special place is
occupied by autoinflammatory syndromes, usually
debuting in childhood, often imitating a clinic of
rheumatic diseases.

MUYHUX X60PO0. The leading sign of the majority of auto-
IIposiona osuaka OGimvwiocmi aymosanan- inflammatory diseases is a recurring fever, that
HUX 30X80pI08AHL — pPeUUOUBHULL 2aPAUKOBULI presents a complex diagnostic task for the clinician.

CUHOpom — cKnadHe OideHOCmuuHe 3a80AHHS 07
KAHIYUcma. YeknaoHoe cumyauito i He3HauHs mi-
Kapie-npaKmuxie CUMNMOMAMUKU aymo3anasiv-
HUX CUHOpOMIB, WO 6KIIOUAOMY tenep Oinmb-
we 21 Hozonmoeiunoi opmu (32i0H0 3 peecmpom
Eurofever). Xeopobu uiei epynu eenemuuno demep-
MIHOBAHI, 3yMOBIeHI Mymayiamu 2eHis, w0 bepymo
yuacmo y peanizauii imynHoi 6i0noeidi cucmemu
8poosceroeo imynimemy. Ilodano xopomxuii onuc
MexaMismie Po3BUMKY aymo3ananbHoz0 CUHOPO-
My i3 BUOITIEHHAM XAPAKMEPHUX 03HAK 2APAUK080-
20 cunopomy. Hadano kniniuny xapaxmepucmuxy
8pOONMCEHUX NePIOOUMHUX 2apAYKOBUX ma Kpio-
nipunacoyitiosanux cunopomis. Busnaueno xapax-
mepHi 03HaKu KoxHoeo cunopomy. Hasedeno enacwi
Oami cnocmepexcentst dimeri i3 MPUBATIONO TUXOMAH-
K010 He3’IC08AHO020 2eHe3).

Knrouosi cnosa: aymosananenus, nuxomanka,
opanti x60pobu.

Complicates the situation the ignorance of symptoms
of autoinflammatory syndromes by practical
physicians. Autoinflammatory according to the
Eurofever register is including today more than
21 nosological forms. The authors in the article
provide a brief description of the mechanisms of
development of the autoinflammatory with the
identification of the distinctive signs of febrile
syndrome. The clinical characteristics of congenital
recurrent febrile and cryopyrin-associated syndromes
are given. Characteristic signs of each syndrome are
derived. Their own observations of children with a
prolonged fever of unknown origin are presented.

Keywords: autoinflammation, fever, orphan
diseases.
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[ToBBlIlIEHNe TEeMIIEpaTyphbl Te/la — YacThIi
CUMIITOM Y JieTel KaK HayajabHbIM IPU3HAK MH-
(bexIMOHHOTO 3a60/IeBaHNs, peXKe IMMYHOKOM-
IUIEKCHOTO, ayTOMMYHHOTO IIPOILIeCCOB, OHKOTe-
MaTOJIOTMYECKOI MTaTOMOrMM. JIMarHoCcTuyecKme
TPYAHOCTY BO3HMKAIOT, KOIZIa INXOPaJKa B Teue-
HII€ JJIUTE/IbHOTO BPEMEHMU SIBJISIETCS] eVIHCTBEH-
HBIM IIPOsIBJICHVEM OOJIe3HU WIN COYeTaAeTCs
¢ ob1ert cmaboCThIO PV HOPMaJIbHBIX JTabopa-
TOPHBIX IIOKa3aTe/lAX; KOPPEeIMpPYeT C IOBBIIIe-
HUeM OCTpO(]asoBBIX peaKTAaHTOB, TMUIIEpraM-
MarjoOyIMHeMueil Ipy OTCYTCTBUM JIOKA/TbHOM
CHMIITOMATMKV; COYeTaeTcss ¢ Hecmerupude-
CKOJ CUMIITOMAaTUKOIA.

CrankuBasich B KJIMHUYECKON IMpPaKTUKe
C TaKOil CUTYaIell, Bpad OKa3blBA€TCH B CIIOXK-
HOM IOJIO>KeHUN. 3araflouHy0 IpobieMy, BOI-
HYIOIYIO0 YMBI MCCIIefOBaTe/Iell He OfHO fecs-
TUIeTHE, AB/IAET COO0 peuyuBUPYIOIIas VN
nepuoaYecKas TMXopasika, He CBsI3aHHas C MH-
bekIMoHHBIM 3a60/IeBaHMeM. DIU30/bI TNXO-
PajiKy BOSHUKAIOT CIIOHTAHHO IIPY OTCYTCTBUM
KaKMX-1100 IIpOBOLUPYIOINX PaKTOPOB C pas-
HBIMJ MHTepBanaMu 10 6 Mec. U 6oyee UIn C
olpefie/IeHHON LIUKINYHOCTBIO B TeYeHME JIJIN-
TeJIbHOTO BPEMEHM Ha HPOTSKEHUM MHOTUX
neT. B mpoMexyTkax Mexpny ¢peOpuibHBIMMI
3MM30/laMU JeTV YYBCTBYIOT ceOs YIOBIETBO-
PUTEIBHO, HOPMaNbHO pacTyT. JIuxopajka co-
IPOBOXX/IaeTCsl JIEMKOLMTO30M, IIOBBILIEHUEM
0cTpoda30BBIX peaKTaHTOB, HOPMa/INU3YIOINX-
cs1 MeXy GpeOpVIbHBIMY 3MM30[jaMy, YTO He-
XapaKTepHO I XPOHUYECKUX MMMYHOKOMII-
JIEKCHBIX ¥ ayTOMMMYHHBIX IIporeccoB. Takas
JIMXOPaJiKa pa3BUBAETCS IIPY Ay TOBOCIIA/INTENb-
HbIX crHApoMax (ABC), ABIAACH BeLyLIVIM NIPK-
3HAKOM IIPY BPO>K/I€HHBIX ITePUOANYECKUX -
XOPaJOYHBIX CMHAPOMAX, CMHApOoMe Mapiuanna
Y KPUOIMPUHACCOLMMPOBAHHBIX CUHIPOMAX
[1, 2, 4]. bone3Hy faHHOI I'PYNIIBI BXOJAT B Iie-
pedeHb PelKuX, «CUPOTCKIUX» 3ab0/IeBaHmIl de-
JIOBEKa, NeOITUPYIOT, KaK IIPAaBUIO, B JETCKOM
BO3pacTe, YaCTO VMUTUPYSA KIVHUKY PeBMaTM-
yeckux 3abonesannit. ABC resetudecku pe-
TePMMHUPOBAHbBI, MOHOT€HHBI, 00YCIIOB/IEHBI
MYTalMsIMU B FeHaX, YYaCTBYIOIUX B peannsa-
VIV UMMYHHOTO OTBETa CUCTEMBI BPOX/ICHHOTO

VMMMYHUTETA, YTO OT/INYAET VX OT Ay TOMMMYH-
HBIX 3ab6onmeBannit. Ocob6oe MecTo B KayecTBe
IyCKOBOTO MeXaHu3Ma B Pa3BUTUM ayTOBO-
CIIa/IeHMA 3aHMMAaeT CO3[laBaeMblil B HEUTPO-
¢unax 1 Makpogarax MyIbTUIPOTENHOBDIN
IUTOIIA3MAaTNYeCKMIT KOMIUIEKC — VH(pIaM-
MacoMa, perylIupyoomas ceKpenno IpoBocIa-
JINTETbHBIX IIVITOKVHOB U, KaK CIe[CTBUE, 3a-
IycKaloliasg BOCHAJUTENIbHYIO peaKkIuio Ipu
KOHTaKTe KJIeTOK ¢ MH(PEKIVOHHBIMU 1 HEUH-
dexkuVOHHBIMU areHTaMu. VIMeHHO B cocTaB
MH(}IaMMacOMbl BXOJAT OeNIKM, KOLMpyeMble
reHaMM, clenyuuyeckye MyTauyu KOTOPBIX
u BbI3biBaloT passutue ABC [5, 9, 10]. Ha-
cnepyerca ABC ayTOCOMHO-ZOMUHAHTHBIM
VIV PeLieCCUBHBIM ITyTeM. PefKocTh maToso-
TUU U, KaK CIe[ICTBME, He3HAHME ee IIPaKTIde-
CKMMM BpadaMy, HeCHeUUPUIHOCTb KIVHU-
YECKOM CUMIITOMATUKU ABAAIOTCA MPUYMHON
nosnHet guarHoctuku ABC (yacto yepes He-
CKOJIBKO JIeT OT Hadaja 6oJe3HNu), yxyjuas
HPOrHO3 3a00/IeBaHUS.

ITenp paboThI — KpaTKOe ONMMCaHMEe BPOXK-
JIeHHBIX NEePUOANYECKIX TNXOPaJJOUHbIX CUH-
JIPOMOB, KPMOIIVPMHACCOLMVIPOBAHHBIX COCTOS-
HJA C BBIJIe/IeHVIEM OTHOCUTE/IbHO CHEIVIIIHBIX
IPU3HAKOB, XapaKTePHBIX JIsl KaKJOTO CUH-
JipoMa, 4TO IOMOXET NPAKTUYEeCKOMY Bpady
B IMarHOCTMYECKOM IIOVCKe IIPY JUTUTETbHOM V-
XopajiKe ¢ Hecrenupu4ecKoil CMMITOMATUKOI,
IIOCTAHOBKe JIarHo3a y peOeHKa ¢ IpeJjIoIoxKI-
tenbHbIM ABC.

ABC uMeroT Kak obuiye, Tak 1 OTAMYUTEb-
Hble IPU3HAKY, BKIIOYAIOT, COIJITaCHO Mex/jyHa-
POJHOMY COTPYAHMYECTBY 1o nsydenuio ABC,
o6benuHeHHOMY B npoekT Eurofever, 6omee
21 Ho30/m0rM4ecKo GopMBbI, B TOM UKCIe BPOXK-
JIeHHbIe NepUOANYECKIe TNXOPafloYHble CHH-
JIPOMBI, KPMOIVIPMHACCOUMPOBAHHBIE HEePH-
ogndeckye cuHapoMbl (Cryopyrin associated
periodic syndromes), rpaHyeMaTo3HbIe ¥ INO-
reHHble 3a00/1eBanHsl, eUINUT IPOTEOCOM, XPO-
HUYECKUI pelUAUBUPYIOIINI MyIbTU(OKATIb-
ublit ocreomuenut (Chronic recurrent multifocal
osteomyelitis) [6, 9], BcTpevarommecs npen-
MYILIECTBEHHO B OIpPEeleTeHHBIX 3THUYECKUX
TpyIIIax.
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B oTnume ot ayTOMMMYHHBIX 3a00/1eBaHUIA,
B yHuuanuy ABC ocHOBHas pojib OTBOAUTCA
MyTalMsAM B TeHaX, YYaCTBYIOUIVX B peajn3a-
IV UIMMYHHOTO OTBETA CYICTEMBI BPOXJICHHO-
ro IMMYHUTETA, 2 He MeXaHM3MaM, CBA3aHHBIM
C aHTUTEHVHAYIVPOBAHHBIM CHTE30M aHTUTEI
vy aktuBanyest T- u B-nmumdonuros [6].

Bpoxcoennvie nepuoduueckue nuxopa-
ooutvie cunopomvl. CeMeiiHasi Cpefu3eMHO-
Mopckas nuxopaznka (Femilian Mediterranean
Fever — FMF) 6bu1a onucana nepsoit n3 ABC
B 1908 r. Janeway u Mosenthal [2, 6]. 9to ayro-
COMHO-pelleccuBHOe 3abo/ieBaHye, B OCHOBE
PasBUTUA KOTOPOTO JISKUT MYyTalus TeHa
MEFM (Mediterranean Fever), pacrionoxxeHHO-
IO Ha KOPOTKOM IuTe4ye 16 mappl XpoMocoM. J3-
BecTHO Oosee 100 MyTaluil JaHHOTrO reHa. Ham-
Oonee pacmpocTpaHeHHBble MyTanuu M694V
(3amMeHa KOIOHa METVOHMHA Ha BaiH) 1 V726A
(3saMeHa KojoHa BajauHa Ha ajnaHuH) [4, 7, 9].
Ien MEFM xopupyer 6enok nupuH (MapeHO-
CTPUM), 9KCIPECCUPYIOLINIICS OOoJbIle B KIeT-
Kax MuenougHoro pspa (Heitrpoduaax, MOHO-
myTax). [IupnH, Kak ¥ KpUONMPWH, OTHOCUTCS
K CyIepCceMeliCTBY Oe/IKOB, COflepKaIUX «JOMEH
K/IETOYHOI CMEPTI», M YIACTBYET B IPOL[ECCUH-
re nnpouHTepneiikuHa 1B (mpo-MJI-1P) B akTmB-
Hyto ¢popmy MJI-1B. Bo Bpems aTakm 6onesHu
y BeTeil ¥ IIOAPOCTKOB TaK>Ke OTMEYaeTCsl IIOBbI-
menne yposHeit MJI-2, DHO-a (Tex e IUTOKN-
HOB, 4TO OOYC/IOBIMBAIOT pa3BUTIE XPOHUYE-
CKUX BOCIIQ/INTEIbHBIX 3a00/IeBaHNI CYCTaBOB).
Borne3Hp nMeeT STHNYECKYIO IIPefpacONOXKeH-
HOCTb, pa3BMBAETCsA 4Yallle Y I'PEKOB, eBpeeB-
cadapnos, apMsH, TypKoB. [le6ioT 3abonesa-
HuA 'y 75-80 % ormedaercs B Bo3pacTe o 20 et
1,2, 4].

[ToBTOpsAIOIMECS SNU30/bI KPATKOBPEMEH-
HOJ1 JIMXOPAJKV MOTYT OBITh €VIHCTBEHHBIM IIPO-
siB/IeHVeM 3aboreBanus [2]. XapakTepHslit Ipu-
3HaK 0onesHM — abgoMuHanbHasE 60Ib pa3HOI
CTeIIeH! BBIPaKEHHOCTY OT JIETKOJ1/yMepEeHHO
IO K/IMHMKY «OCTPOTO XKMBOTa», 0OYC/IOBIIEH-
Hasl pa3BUTMEM aCEITIYECKOTO IIepUTOHNUTa (82—
98 %); pe>xe oTMedaeTcs ocTpasi 60JIb B IPYAHON
xietke (wieBput — 30 %); y 75 % pa3BuBaeTcs
apTpUT, KaK IPaBUIO, MOHOAPTPUT KOJIEHHOTO

CyCTaBa CO 3HAUMTEIbHBIM BBIIIOTOM; Yy YaCTU
OOJIPHBIX HOSBISAETCS poXKemopoOHas (apu-
3UIIeNON/I0N00Has) ChIIIb Ha T'OJIEHAX M CTO-
nax. ATaky 3a60/1eBaHMs COIPOBOXXAAIOTCA I10-
BbIIIeHNeM OCTpoda3oBbix peakTaHToB: COJ,
CPBb, ranrtornobusa, oTMe4YaeTca JAEeMKOLMTO3
¢ Helirpodune3oM. BoaMo)xHa TpaH3UTOpHasA
MUKpOTeMaTypus, NpoTenHypus. Bce knmnnunye-
CKIe MPOABIeHNA KYIUPYIOTCA OlHOBPEMEHHO
C HOpManu3anuei remneparypsl tena. OCHOB-
Hoe ocnoxkHeHne FMF — A A-amumnongos noyvex,
peXKe >KemyLOYHO-KUIIEYHOTO TPAKTa, IeYeHN!,
Celle3eHKU, PeJIKO CepAlla, IUTOBNU/IHON >Kenle-
3blL. [Ilmarsoctuka FMF ocHoBaHa Ha olleHKe K-
HIYECKOJl CYMITOMATUKM (IIepHOANYeCcKN O-
BTOPAIOLINECH C ONPe/ie/IEHHON HUKINYHOCTDIO
3MM30MbI IMXOPAJKY, IIALMECH OT 6 [0 72 4, co-
IPOBOXKAAIOIIVECS MHTEHCYBHO O0JIBIO B )KMBO-
Te, Ha/IMYyeM CUMIITOMOB pa3ipa>KeHus OpIoIIy-
HBI, YaCTO B COYETAHUMN C aTPAITUAMIY, OO/IBIO B
TPYAV IIPY MOBBIMIEHNY YPOBHA OCTPO(]a30BBIX
IOKasaTeseyl B KPOBU Y JIIOJEN OIpefeIeHHbIX
3THUYECKUX IPyMIL. B mocTaHoOBKe iMarHosa uc-
MOJIb3YIOTCS MOJIEKY/IAPHO-T€HETUYECKOEe TUIIN-
pOBaHue U AMarHoCTUYecKue Kputepun [1] knn-
Huku Tenp-Xamiomep (Tenb-ABus).
Tunepummynozno6ynun-D-cunopom (zunep-Ig
D-cunopom) (2onnanockas nuxopadxa). Ayro-
COMHO-pellecCUBHOe 3abojeBaHme, 00yCIOB-
JIeHHOe MYyTaljJeil TeHa, Kojupymolero gep-
MEHT ME€BOJIOHATKMHA3y, TeH PacIooXKeH Ha
JUIMHHOM ITede 12 mapbl XpoOMOCOM, Hanbo-
nee dyacTtas myTauusa V3771. To ecTb gaHHOe 3a-
OoneBaHNe He CBA3aHO C MyTAallVsAMU B IeHaxX
VIMMYHHOJ CHCTeMBI, @ OTHOCUTCS K MeTabo-
JVYECKMM. DTHIYECKas pacCpOCTPaHEHHOCTb —
bpaHIy3bl, aT4aHe, TO/UTAHAUBL. VIcTMHHBIE
MeXaHU3Mbl pasButusa runep-Ig D-cungpoma
ocTanTcs HesicHBIMM (Kak feduuut dbepmen-
Ta CIIOCOOEH NMepMOANYECKY BBI3BIBATH aKTM-
BaIlMI0 BOCIIAJINTEIBHOTO OTBETAa — OCTAETCA
3arazkoit). OgHa M3 TUIIOTE3 PasBUTHSA ayTO-
BOCIIaJIeHNsA — B pe3y/nbTaTe BblIIIE€yKa3aHHBIX
MeTabOMMYeCKIX NPOLEeCCOB, HAKOIJICHUs Me-
BaJIOHOBOJ KMC/IOThI HAPYLIAIOTCA NOCTTPAHCIIA-
L[MIOHHbIE€ U3MEHEHN OTJE/bHbIX TUIIONPOTEN-
JIOB, BBITOTHAIOMINX (DYHKIINIO BHY TPUK/IE TOUHBIX
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CUTHA/IbHBIX MOJIeKYII [4, 6]. IloBblieHne ypoB-
HA Ig D paccmarpuBaerca Kak snudeHOMeH.
Y 6onbHbIX ¢ runep-Ig D-cuHpoMOM BO BpeMs
aTaKy 3HAYNTE/IbHO NOBbINIaeTcs cuHTes VJI-1P,
0CcTpo(a3oBbIX pPeaKTaHTOB, CHIBOPOTOYHOTO
ammronga A. bonesnp geboTupyer B paHHEM
IeTCKOM BO3PacTe, SNM30/bI aTaK/l HATOMIHAIOT
takosble pu FMF, Ho 6ojiee inurenbHbIe — OT
5 mo 7 cyrt. VIHTepBanbl MEXIy MPUCTYIIAMM CO-
craBnaoT oT 2 1o 8 Hen. (3-6 Hen.). Ob6s3aTeNb-
HBIM CUMIITOMOM 3a00JIeBaHVA SABIACTCSH JIN-
XOpajKa, JOCTUTAoLIasi BBICOKMUX (eOpUIbHbBIX
1dp. bonpHbIe JXanyoTCA Ha 60N B )KMBOTE,
BBICBITIIAHNA Ha KOXKe, apTParuy, YBelndeHne
mMeoysnos [1, 6, 9]. OcHOBHasA KIMHMYECKaA
CHMIITOMATMKa: BHICOKAs pelVANBUPYIOIIas JIN-
XOpajika ¢ 03HOOOM; IIPOIO/DKNUTETBHOCTD JINXO-
Pa/IOYHBIX SMM30/[0B OT 2 70 7 (4aiie 3-5) fHeit;
CBIIIb IATHUCTO-TAITy/Ie3Has, yPTUKApHas, pef-
KO — IeTeXMa/IbHO-ITypITypHas; eiiHast mMM¢o-
afieHomaTyA ¢ 00/e3HEHHBIMM NTUMQOY3IaMI;
00JIb B XMBOTE, PBOTA, AMapes; FenaToCIIeHO-
Meranus; roJoBHasA 60JIb; apTpanruy, apTPUT
KPYIIHBIX CYCTaBOB (HeeCTPYKTUBHBIN); Opajb-
HbIe U TeHNTaJIbHbIE A3BbI; 0P TaTbMOJIOTIYeCKast
CHMIITOMATHKA.

[Tocne mpucTyna feTy BBIIAAAT aOCOMIOT-
HO 3[J0pOBBIMU. [IMarHOCTMYECKMMM MapKepa-
MM 3a00/IeBaHNA SAB/IAIOTCSA ITOBBIILICHNE YPOBHSA
Ig D mo 100 mMr/mn u 60ree B BYX VMCCIEROBa-
HIVISIX B COYETAHUY VI 0e3 TIOBBIIIEHNA YPOBHSA
Ig A, onpegenenne B MO4e MEBAIOHOBOV KICTIO-
TBl. [I/11 TOATBEpXKAEHNA AMAarHo3a IPOBOANT-
s TeHeTMYeCKoe TUIMPOBaHIIe C OIpefie/ieHNIeM
myTanyuy resa MBK.

TRAPS-cunopom (Tumor necrosis factor
receptor-associated periodic syndrome), ac-
COLMMPOBAHHBIN C MyTaljMeil TeHa peLenTopa
dakropa Hekposa omyxoneit (PHO). Tun Ha-
CTIeflOBaHMA — ayTOCOMHO-IOMMHAHTHBIN, TeH
pacIonoXkeH Ha KOPOTKOM Iijede 12 maphl Xpo-
MOCOM 1 KopupyeT penentop I tuma 55 k/la mna
®HO [13]. Hocurenn mnaTonormyeckux MyTa-
LUl TeHa ONPeJe/AITCA B Pa3HBIX THMYECKUX
rpynmax. bone3Hb MoXkeT HauaTbcsA Kak B paH-
HeM JIeTCKOM Bo3pacTe (OT 2 Hef. )XVM3HM), TaK
u B 3penoM Bospacte (53 ropa). Kmaccuueckn

XapaKTepU3yeTCs aMN30[aMU JITUTeTbHOM INXO0-
Pajiki, pa3BUTIEM KOHDBIOHKTUBUTA, IOSAB/IEHN-
eM TIO/MMOP(HBIX BBICHIIAHUI (YPTUKAPHBIX,
5PUTEMATO3HbIX, MAKY/IONAMY/Ie3HbIX), MUa-
TUSAMM, apTPANTUAMY, abJOMUHAIBHON OOJIbIO,
VUMWUTUPYAd HA4ajo CUCTEMHON (OpMBI IOBe-
HUIBHOTO MJMOINATNYeCKOro aprpura. Yepes
5-6 Hep. NPOABIEHUA BOCIANIUTENIbHON peak-
LU CHOHTAHHO KyNUPYIOTCA. DNU30/bI IepUo-
IVYeCKON NUXOPaJKy/BOCIANINTEIbHON aKTUB-
HOCTU PErUCTPUPYIOTCA He 4alle 1-2 pas B rop
C uHTepBanoM 4-6 Mec., IOBTOPAACH CTEpeo-
TUITHOW KIMHUYECKOM CUMIITOMATHKO.
CrenydyuyecKuMy/OTINYNTEIBHBIMU  IIPU-
3HaKaMM CHHJpPOMa ABIIAIOTCA pasBUTHE IepU-
OpOMUTaTBHOTO OTeKa I MOHOLIMTAPHBIN aciuT,
COIPOBOXAAIONNIICS OOJIE3HEHHOI 3PUTEMOIA
0e3 MOBBIIIEHNSI aKTMBHOCTU (pepMeHTa Kpea-
THPOCHOKMHA3EI (IPU3HAK, XapaKTEPHBII JIs
mmosura) [1, 2, 13]. JlnarHos ycraHaBIMBaeT-
Csl Ha OCHOBAaHUM K/IMHMYECKON CUMITOMATUKA
U T€HeTUYECKOTO TUMMPOBAHNUA C OINpefie/IeHN-
€M MYTAQHTHOTO TeHa.
Kpuonupunaccoyuupoeannvie nepuoouue-
cxue cunopomvt (Cryopyrin Assotiated Periadic
Syndromes — CARS). Bxioo4aoT ceMelHbI
xonogosoit ABC, cungpom Makn-Yanica, Xpo-
HUYECKUIT  MJIAJEeH4YeCKUl  HEPBHO-KOXXHO-
apTUKYIAPHBIA CUHPOM/MIaZleHYeCKOe MYIIb-
TUCUCTEMHOE BOCIIQJINTeTIbHOE 3abojieBaHue
[1, 2, 11]. [lanHble 3aboneBaHuA OOYCIOBIIE-
Hbl MyTanyer reda CIASI, kopupymomero 6emok
kpuonmpun (NLPR3). Bemox NLPR3 ssnser-
CA K/IIOYEBBIM B aKTMBALMU KIETOK BPOXKJEH-
HOTO MMMYHMTeTa, 00pa3ys BMecTe C ajall-
TOPHBIM  aIlONITO3aCCOLMMPOBAHHBIM  O€IKOM
IVTOIUIa3MaTNYEeCKUI KOMIUIEKC UHQpIaMMa-
COMY, UTPAIOLIYI0 Ba)XHYI0 PO/Ib B aKTUBALUU
IPOBOCHANINTENbHOTO LuTOoKMHa JIJI-1. My-
TanuAa B reHe, kopgupyromem NLPR3, ycnnuba-
eT NPOLeCChl aKTUBALMM K/IETOK BPOXKIEHHOTO
uMMyHnTeTa, cuHtes VMJI-1 (8, 11, 12]. Tun Ha-
CNIeJlOBAaHMA — ayTOCOMHO-/IOMMHAHTHBIN. Bce
TPYU CUHJPOMA OTINYAIOTCA PAHHMM HadaloM
(Ha IIepBOM TORY XV3HM), IPOSABIIAIOTCA pPeLy-
DVIBUPYIOILIE TMXOPaJKOil, ChIIIbIO, IIOPaXKEHM-
€M CYCTaBOB, IJ€HTPa/bHON HEPBHOW CUCTEMbI
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U pacCMAaTpMBAIOTCA B HACTOALIEe BpeMs Kak
K/IVHUYECKIe BAapMaHTBl OJHOTO 3a00JeBaHVA
C Pa3HOIl CTENEeHbI0 TAKECTY IATONOTMYECKOTO
mporecca.

Haubonee nerxoit d¢opmoit 3aboneBanus
CUNTaeTCsA cemelinbiii xX0/1000680ii ABC/cemeii-
Has xonooosas kpanuenuua (Familial Cold
Autoinflammatory Syndrom).

[TepBble smm3oabpl 60/Me3HM HAOMIONAOTCS
C TIep1ofa HOBOPO>KJEHHOCTH, IIPOSIBIAACH yMe-
PEHHOII TMXOPaJKOI, IIOABIEHMEM ChIIIN 10 TUITY
KpanMBHUIBI (4aCcTO OOM/IBHON) Ha TY/IOBUIIE,
KOHEYHOCTAX (BBICHIIAHVA MOTLYT OBITH TOJNb-
KO HaJ| 00/Ie3HEeHHBIMU CyCTaBaMu), apTPaIrusi-
MU, MUAITUAME. ChIIIb MOXET COIMPOBOXKAATHCS
3ymoM u 6ombio. [Tpu 61orcum 3/1eMeHTOB BBICHI-
IIaHWIT BBISIB/ISIETCS] MaCCUBHAs HeMTpOoduIbHas
uHQUIbTpanyA. YacTo pasBuBaeTCA KOHBIOHK-
TUBUT, BbIpakeHa IOTAMBOCTDb IPU yMepeH-
HOJI TMXOpafiKe, BATOCTb, COHMNBOCTD, TOIIHO-
Ta, axia. CUMIITOMBI BO3HUKAIOT Yepe3 1-2 4
II0C/Ie BO3JEICTBYUA IPOBOLMPYIONEro GpakTo-
Pa, JOCTUTAIOT MMKa Yepes3 6-8 4, Kynupyorcs
IOTHOCTBIO K KOHIIY CYTOK. Bo Bpems mpucry-
IIOB ITOBBILIAIOTCS TA00PATOPHbIE ITOKa3aTeNnn
BOCIA/INTE/TbHON peaKIuy, Ipu 3TOM B ChIBO-
POTKe KpOBU He OIpefensieTcs Haan4dye Xomo-
IOBBIX arrIIOTUHIHOB U Kpuorno0ymmHoB. [1po-
BOLIVPYIOT pa3BUTHE CUHIPOMA: BO3JelCTBUE
XO0JI07Ia, TIepeMeHa TeMIIePaTyphbl OKPY>KaoIei
cpenbl (Mcronb3oBaHMe KOHAUIMOHEPA, IPO-
BeTpMBaHNeE IIOMeIl[eH ), TIOBbIIIeHHAs BIaX-
HOCTb. [IporHo3 3aboneBaHus 6/1arONPUATHBIIL,
aMIIONJI03 pa3BMBaeTCA MeHee 4eM y 3 % 6071b-
HBIX. DTO HEKOHTAKTHBII IEPMATHUT.

Cunopom Maxn-Yonnca (Muckle-Wells
syndrome (MWS)) — NpOMeXYTOYHBIT 1O TH-
xectu CAPS. HasBaH o nuMeHu aBTopos, BIlep-
BbIe OIVICABIIMX €r0 KaK HeOObIYHbBIE pelVaM-
BUpYIOIIVE 3MM30Abl TUMXOPAIKM, YPTUKAPHOI
cpimy 1 OOJIeil B CycTaBax KOHeYyHoCTeil. My-
tarys reHa CISI, kopupymomero 6emok Kpuo-
NVPUH, ompefenderca y 65-75 % manueHToB
C IaHHBIM CMHZIpoMOM. IIpenMyjecTBeHHas 9T-
HIYecKash pacIpoCTpaHeHHOCTb — Hapopbl Ce-
BepHoit EBponbl. Havyasno saboneBanmsi BO3MOX-
HO U B JIETCKOM BO3pacTe, 11 B3pocioM [1, 2, 12].

Ataxy 3a6071eBaHVA/CMHAPOMa IIPOBOLMPY-
I0TCA KaK XOJIO[JOM, TaK M BO3JIefICTBYEM BBICO-
KUX TEeMIIepaTyp, CTPECCOM, VMHTEHCUBHOI (u-
3MYECKOV HArpyskoi, midarca or 1 go 3 mHen.
9T0 mOBTOpsIOLIMECs 3MKU30AbI PeOPUIBHOIM
TMXOPaZKH, CONTPOBOXKAOIIENCS BBIPAaXKEHHBIM
HapyllleH)eM CaMOYYBCTBUA U CHIIBIO, aCCOLIM-
MPOBaHHbIE C ITTA3HBIMU ¥ CYCTaBHBIMU IIPOSIB-
neHuAMM. Temmeparypa Tena BO BpeMsA aTaKu
MOYKET He IOBbIIATbCA. TUNNMYHBIM IpOsBIIeE-
HIeM 3a00J/IeBaHUA SABIACTCA CYCTaBHOI CVIH-
[IpOM, TOMMMO apTPA/TUil BO3SMOXXHO pa3BUTHE
peLVIMBUPYIOIIETO apTPUTA KPYIHBIX CyCTa-
BOB. YacTo pa3BuBaeTCs KOHDIOHKTUBUT, Kepa-
TUT, SNUCKIEPUT VI UPUJOLMUKINT. BO3ZMOKHBI
abgoMmHaIbHBIe 607V, MUKporeMaTypus. IIpo-
rpeccupyroT mMMdoaseHONIaTysA, FeNaTOCIIEHO-
meramus [12]. B 50-70 % cny4yaeB y HOEPOCTKOB
u B 60jIee cTapleM BO3pacTe Pa3BUBAETCA Heli-
POCEHCOpHasA ITyXOTa KaK CefCTBMe Koxjeap-
HoOro BocnaneHuA. O4aroBass HeBpONIOTMYeCKas
CUMIITOMATHKa He onpefensaeTcsa. XpoHn4ecKoe
HOpaKeHNe I7Ia3, BKIOYas YBENUT, MHPWUIbTpaA-
TBI M PyOLBI pajgy>XKV, IIOMyTHEHJME POTOBMU-
I[bl, OTEK 3PUTETbHOTO HEPBa B IOCIENYIOLIEM
BelyT K IPOTPECCUMPYIOLIEMY CHIDKEHMIO 3pe-
HusA. BosmoxHo Hapymenue pocra. [Ipornos sa-
OoeBaHVA IOMUMO HapyIIeHMs CIyXa, CHIDKe-
HUA OCTPOTbI 3pE€HNsA ONpPeNeNAeTCA pasBUTHEM
ammtongosa y 25 % (20-40 %) narnuenTos. Ha-
pARYy C HOBTOPAKUMMUCA 3MM30[4aMM IUXO-
PanKy ¥ ChIM 3a00JIeBaHMe MOXKET JJIMTEIbHO
HepCUCTUPOBATD.

Xponuueckuii mnadenueckuti HepeHO-KON-
HO-ApMUKyIAPHOLILL CUHOpOM/MAadeHUecKoe
MynvmucucmemHuoe éocnanumenvruoe 3a6o-
neeanue (CINCA/NOMID-cunopom). Haubo-
nee Tspkenas popma CAPS [1, 2, 8]. Myrauus
rena, kogupyomero NLPR3, onpenenserca y
50-60 % 6OMPHBIX C JAHHBIM CUHJPOMOM. 3a-
OoneBaHye 1eOIOTUPYET B PaHHEM JeTCKOM BO3-
pacTe, 4aile 10 1 roga, MHOIAA C MEPBbIX JHEN
XU3HM pebeHKa. B maTtomormyecknit mpomecc
BOBJIEKAlOTCs KoxXa, cycrasol u LIITHC. Knuun-
4yecKas KapTMHa XapaKTepusyeTcs NMUXopaf-
KOJ1, 4aCTO €XeTHEBHOM, pelUAVBUPYIOLeil Ha
HPOTsDKeHUM O0JIe3HM, MOCTOSIHHOM BBICOKOI
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7abopaTOPHOI BOCIIAINTEIBHON aKTUBHOCTBIO,
YPTUKAapHBIMU BBICBIIAHUAMU, TOPaKeHNEM
I71a3, ONIOpHO-ABUTraTeIbHOro annapara u ITHC.
BoicbinaHusA NOABNAIOTCA B IIepBble JHYU XKU3HU
pebeHKa, IepCUCTUPYIOT JINTENbHO, NPAKTH-
4eCKV MOCTOSHHO, MOTYT OBITh, IIOMUMO YPTH-
KapHBIX, MaIly/Ie3HbIMU, MaKy/IOIaIy1e3HbIMMU.
Y 90 % manueHTOB pasBMBAETCA XPOHMYECKMUIA
acenTU4eCKUil MEHUHTUT, KITMHUYECKN MPOsB-
JISIIOIEVICS TOMOBHONM 00JbI0, pasipa>kKUTeNb-
HOCTBIO pebeHKa C pasBUTVEM B IIOC/IEAYIONIEM
rupponedanuu. Bce aTo npuBoguT K 3amepiK-
K€ YMCTBEHHOTO Pa3BUTHA, aTPOPUN TOTTOBHO-
ro Mosra. Boamo)xHo pasBuTme snmientugopm-
HOTO CMHJpoMa. XapaKTepHO paHHee pa3BUTHE
HeJPOCEHCOPHOII ITyXOThl, Y 2/3 [ieTeil mopaxa-
eTCsA OIIOPHO-[BUTATEIbHBIN anmapar, 0oblIe
B TeYEHNE IIePBOTO Iofja XV3HM. ITO MOXKET ObITh
TPaH3UTOPHBIN OTEK, HE OCTABIAIIINI KaKUX-
760 MOCNIEACTBUI B IIEPUOL MEXY IIPUCTYIA-
MY, X BeCTPYKTMBHBIN IIpOIecc, 00YCIOBIeH-
HBIJI M30BITOYHBIM POCTOM Xpslla. XapaKTepHO
CUMMETPUYHOE NOpa’keHMe KOIEHHBIX, FO/IEHO-
CTOIIHBIX, JIOKTEBBIX 1 JTy4e3aIsACTHBIX CyCTaBOB.
/13-3a ycKOpeHHOro pocTa MeTadu3oB 1 anudu-
30B [UIMHHBIX TPYOUYaThIX KOCTE 1 OBICTPOIT OC-
cupuKauuy Afep OKOCTEHEHMS PaHO pas3BMU-
BaeTCA TsDKeNass apTponaTus C paspacTaHMeEM
XpsAIeBoil TKaHU. Bce aTo nmpusogut x pedop-
Maluy CyCTaBOB, Pa3BUTHIO KOHTPAKTyp, Hapy-
meHno0 QYHKLINY, SBISAETCSA MPUINHON Oore-
Boro cuHzipoma. CBoeoOpas3eH BHEIIHMIT 00K
IanMeHToB. VI3-3a paspacranus xpsma popmu-
pyeTcs MMUIeBON AU3MOP(NU3M — BbIJJAIOLIVIE-
cs1 To6HBIE OYTPBI U CEeJIOBM/HAS MTEPEHOCHIIA,
Makpouedamisa. KoHedHOCTM U TynOBHUIIE KO-
POTKME, PyKM MICTOHYEHbI, MHO>KE€CTBEHHas Jie-
dbopmanus cycraBoB. [loutu y Bcex 60IbHBIX
pasBUBaeTCA KOHBIOHKTUBUT, y 70 % — yBeur,
BO3MOXKHBI: aTpOdMs 3pUTEIbHOIO HepBa, Mo-
pakeHMe JIMCKOB 3pUTENbHbIX HEPBOB — IIa-
IVJUIO97ieMa, 00yC/IOB/IEHHbIe BHY TPUYEPEITHON
runepTeHsueil. ATpodus 3puTeIbHOrO HepBa
OpUBOJUT K noTepe 3peHnsA. OCHOBHBIM OC/IOX-
HEeHMeM VM IIPUYMHOI I'Mbey NalyeHTOB SABIIA-
€TCs paHHee pa3BUTHE aMIION/[032a IIOYEK C I0-
CIIeAyIOLLEeil IPOrpeCCUPYIOLEN OMMOPTraHHOM

HEIOCTaTOYHOCTDI0, OCTAE€TCA BBICOKOM JI€TaJIb-
HOCTb B IIOJPOCTKOBOM BO3pacTe M3-3a MH-
(beKIMOHHBIX OC/TOKHEHUII, HEBPOIOTMYeCKUX
HapyIlIeHN.

Ecnu BbIIeniepedncieHHas maTonorus 6onee
penKas, TO peajbHbI NIAHC BCTPETUTD HE OfINH
pa3 pebenka ¢ cuappomom Mapmana (PFAPA
CUHZIPOM) €CTb Y Kaxkjjoro Bpadya. CUHIpOM pas-
BUBAETCA y JIeTel B BO3pacTe 10 5 JIeT, KIVHMU-
YeCKU NMPOSABIAACh GpeOpUIbHBIMK SMU30aMU
C TIOBBIIIEHNEM TeMIIepaTyphl Tena o 39-40 °C
Ha NpOTsXKeHUN 3—6 [Hel, TOBTOPALMMUCA
yepes Kakzble 3-8 Hefl. C YeTKOM LMKINYHOCTDIO
VHTEPBAJIOB, COYETAsACh C AQTO3HBIM CTOMATH-
TOM 1/Mnn papUHTUTOM, HIEMTHBIM TUMQoaje-
HuToM [3].

B manHOII paboTe HaMy IpefCTaB/IEHbI pe-
3y/JIbTaThl HaOMIOfeHNs 5 [leTeil B Bo3pacrte 6-
13 et ¢ peunaMBUPYIOLIEN TUXOPAJKON, MIJIs-
menca 4-6 ngHell U IOBTOPAMLIENCA KaXK[ble
6-12 Hey. 6e3 cTporoit mepuopMIHOCTY (IU-
KIMYHOCTH). Y OBOuMX jerell 6 u 11 ymeT nmxo-
pagka ObUIa efUHCTBEHHBIM IIPOSBICHMEM 3a-
OoneBaHysA. BosHuKama BHE3aIHO, KYNMPYACh
Ka)X/Iplil pa3 B TedyeHue 3—5 qHeil M BO30OHOBIIS-
nacp 4depes 1,5-2 Mec., CHOHTaHHO IPEKpaTUB-
IINCH Yepes rof (4 u 6 aMn30/10B).

Y neBouKm 6 1eT MMXOpajKa COYeTanach C pas-
BUTHEM adTO3HOIO CTOMATHUTA, APTPANTUAMI,
YaCTMYHON asjiolnelyieli, IIOBbBIIIIEHNEeM IIOKa3a-
Tereil OCTpoil ¢aspl BOCIaNeHNs, YTO a0 OC-
HOBaHME TPEATIONOXNUTDh IEPBUYHBI MMMY-
HOZeDUIMTHBIN CUHIPOM, BO3MOXKHBIN HeOI0T
cucremHoit KpacHoit BomuaHku (CKB). V mpy-
roit 60/1bHOI 13 JleT MOBBINIEHNE TeMIlepary-
pbI Te/la HapARY ¢ BBICOKMMY, OCTPOQa3oBbIMU
IIOKa3aTelleMy CONPOBOXK/IA/IOCh HEMTPOIEHMN-
e/l CO CHIDKEHMEM OTHOCUTENBHOTO COJE€PrKa-
HUsl HeNTpodunoB B mepudepndeckoin KpoBu
no 6-10 %, coxpaHsBuierocsi 6omee IBYX He-
fleb TIpU OTCYTCTBUM JEMKOLMTO3a/IeiKole-
HUJ. 3HAUUTENTbHOE YXYALIeHVe 0OIIero cocTo-
STHMSI, acTeHu3anus, agnHamus Ha ¢oHe Ooree
JUINTETbHOI TMXOpafiky (KO Tpex Hefenb) Ipu
OTCYTCTBUY IPU3HAKOB KaKOW-MMOO OpraHHON
IIaTOIOTVM MIMENIN MECTO TO/IBKO Y OJfHO 60/Ib-
HOI 6,5 J1eT.
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B mpomexyTkax MeXAy peuupguBaMy Ju-
XOpajK/ JeTy ObUIM 3TOPOBBI, HOpPMalu30Ba-
ek mabopaTopHble IoKasaTenu oOIeit Boc-
IAZIMTENbHON peaKLyuy, BOCCTAHABINMBAJCA [0
HOPMBI YPOBEHb HETPOPIUIOB B KPOBIL.

B mpomecce nmarHocTu4eckoro momcka uc-
K/II0Ya/IIChb ayTOMMMYHHBIE, OHKOT€MaTOJIOTH-
Jeckye, MHQEKIVMOHHbIe U INapa3UTapHble 3a-
OoneBaHMsA, B TOM 4YMC/Ie CUCTeMHas KpacHas
BOMYaHKA, LMKINYECKass HENTPOIEHMA, Cell-
cuc. B pguHaMuKe IPOCIEKTMBHOIO HaOmofe-
Hus 4 feteit (13 OIS 3peHNs BBINIA/IA JeBOYKA
C BBIp@)KEHHOI! 0011ielT peakijyeil Oprann3Ma Ha
IIOBBILIEHVE TeMIIePaTypbl Te/la), HEOJHOKPAT-
HO NPOBOAVINCH KOHTPOJIbHBIE MCCIEOBAHNA
Ha ANA-mipodunb, mokasareayn KI€TOYHOTO U
TyMOPA/IbHOTO 3B€HbEB VMMMYHUTETA, YPOBEHD
UVPKYIMPYIOIINX MMMYHHBIX KOMIIJIEKCOB, Ha-
Au4Yyie BHYTPUKIETOYHOM U TePIECBUPYCHON
VHQEKINIT, Tapa3uTO30B, KOHCYIbTALIN IeMa-
TOJIOTA, IAPa3sUTOJIOra, CENTO/NOra. Y IEePBBIX
ABYX INMALMEHTOB PELVIVBBI TUXOPAafKN B Te-
JeHye 3 IeT He BO30OHOB/I/ICD. [IprunHa nn-
XOpaJKM OCTanach HEBBIACHEHHONM. Y [I€BOYKM
C HEMTPOIIEHMEN IMEIV MECTO JIBA peLIBa 3a-
6oneBaHus yepes 5 n 11 Mec. ¢ MeHbILIel cTelle-
HBIO CHVDKEHUA YPOBHA HEMTPO(UIOB B KPOBIL.
BoisiBnena nepcuctenius BOb-nudexunn (Bu-
pyca OmmureitHa-bapp). B nHacrosmee Bpems
3popoBa (8 nmer Habmomenus). Ocobblil MHTe-
pec BbBI3BIBAET NAlMeHTKa 6 JIeT C IPEeJIoso-
x)utenbHbIM JlebtoToM CKB. PeTpocnekTnBHBIN
aHanu3 XapakKTepa TEMIIEPAaTyPHON peaKuuu
(6s1cTpBI TOIBeM 10 39-40 °C exxeHeBHO 4-6
IHei), KIMHUYECKOM CUMIITOMATUKY, HEeraTuB-
HOCTb MHOTOKpaTHO nposBoanmoro ANA-TecTa,
HOPMaJIbHbIE ITOKa3aTe/M MMMYHOIPAMMBbI, JIC-
K/I049asl IIOBBIIIEHHDBII yPOBEHb MMMYHHBIX
KOMIIJIEKCOB, IIOJIHO€ OTCYTCTBME CHMIITOMOB
B MHTEPBaaaX MEXJY 3MM30[aMU JINXOPAJKMU,
CIIOHTAaHHOE BBI3IOPOB/IEHNE B 14 neT ABUIOCH
OCHOBaHNEM JI/I IEPECMOTPA IMAarHO3a B IIOJIb-
3y cuHipoMa Mapiasia, He BCerga IpOoABA-
IIErOCA MOTHBIM CUMIITOMOKOMIIJIEKCOM.

BbiBOAbI

IIpencraB/ieHHbIE JaHHbBIE CBY/ETE/IBCTBYIOT
0 He0OXOAMMOCTH H0JTee MNMPOKOTO OCBEIeHNs
B HAyYHO-IIPAaKTUYECKOl IuTeparype Ipobie-
MBI ayTOBOCIIa/INTEIbHBIX 3a00/IeBaHMIl, paBHO
Kak 1 Bcex opdaHHBIX 00/e3Hel; BBEIEHIs
B IPAaKTUKY PErucTpa JieTeil ¢ penyauBUpyo-
el MXOPaJKOil C INPOCIEKTUBHBIM HaOIIO-
JIeH/IeM COBMECTHO C TepaIlleBTOM, YYUTBIBas
BO3MOXKHOCTb [e0I0Ta ayTOBOCIIAJINTEIBHOTO
CHHZIpOMa B K&XKIOM KOHKPETHOM CITy4ae.

CoBMecTHOe Hab/IOfieHie BPa4OM ¥ POfUTe-
MU pebeHKa C perucTpanyeil AIUTeIbHOCTI
(eOpUIBbHBIX SMM30/I0B U MHTEPBATIOB MEXAY
HUMM, 9aCTOTBI PELMANBOB, JIMTETbHOCTI 60-
JIe3HU, COYETAHV C JPYTYMU CUMIITOMaMI I10-
BBILIEHMSI TeMIlepaTypbl Tena (00Ib B TPYRHO
KJIeTKe, abmoMMHanbHas OONb, CHIIb, YBEJM-
vyeHre nuMGoOysnoB, puapes, adTO3HbIA CTO-
MaTuT), OOIIero COCTOSHUA pebeHKa MeXAY
beOpMIBHBIMK 3MM30[jaMM IO Havaja MeyKa-
MEHTO3HOJ Tepamnuu 1 Ha GoHe ee.

OTanunTenbHble TPU3HAKY JIMXOPAJKNA IPK
ABC — BbicoKas ¢eOpuibHas TeMmeparypa,
KOPOTKasi IPU IPOJO/DKUTEIBHOCTHU, YaCTO CO-
yeTaeTcsa ¢ abOMMHA/IbHOM OONIbI0 1 OONBIO B
TPYAHOI KIeTKe (IIpy pa3BUTHUM CEPO3UTOB), IIO-
sIBJIEHJEM CBIIN, PasBUTUEM apTpuTa. Bo Bpems
(GeOpMIBHBIX 3MM30[[0B IOBBIMIAIOTCS YPOBHU
0CcTpo(a30BBIX PEAKTAHTOB.

VHTepBansl MeXAy GeOpuIbHbBIMI S1M30/a-
MU BapbUpYIOT [0 6 Mec. u 6ojee, MOTYyT OBITH
UKINYECKUMI B T€YeHIe MHOTUX JIeT. B Mex-
NMXOPaJOYHBIl IEePUOJ HeTU YYBCTBYIOT ceOs
VIOB/IETBOPUTENBHO, HOPMaIMU3yIOTCs nabopa-
TOPHBbIE TIOKA3aTeIN.

[TokaszaHueM [ijisi TeHETUIECKOTO TUIMPOBa-
HUS SBJISAIOTCS: peluANBBL Muxopagku (3 u 6o-
jiee), CIIOHTAaHHOCTb BO3HUKHOBEHWS, MaJast
IPOZIO/DKUTENIBHOCTD  (peOPUIBHBIX 3IM30/0B,
coyeTaHyue C Hecrelpuueckoil CUMITOMATHU-
KOI1, BBICOKMMU JTa0OPaTOPHBIMIU TIOKA3aTeISIMU
aKTUBHOCTY, HOPMA/lbHOE COCTOsIHME pebeHKa
B MEXPELUIUBHBII TIEPUOL.
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