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Huxopa()icu HeACHOZ2O 2éHe3n

npodp. [TPOLOEYC A.I1.

3aseayownn kadegpon akynbTeTCKON NneanaTpum
Poccuincknn 'ocygapctBeHHbI MeanunHckun YHMBepCuTerT.
PykoBoanTernb OTAENEHUA UMMYHONATOMNOMMU U PEBMATONOrMnN AeTEN U
noapoctkoB PenepansHoro Hay4vHo-KnuHuyeckoro LleHTpa [etckon OHkonornu,
['emmaTonornn n immyHosnorun Pocc3apasa.
Hay4HbIM pykoBOAUTESNb OTAENEHNA UMMYHONATONOrmm n o6beanHEHHON
nadopatopun AI'KB Ne9 um. I'.H. CnepaHckoro, r.MockBbl.



>J'Imxopapu<a ABNseTcs O4HOMN N3 OCHOBHbIX NPUYKNH
obpalleHnst 3a HEOTNOXHOWU MEOULIMHCKOW MOMOLLIbIO B
NpakTuke Bpava.

> MNoBbILLEHNE TeMnepaTypbl OTMEYaeTCs HE TOMbKO Npy
NHMEKLIMOHHBIX 3a00NeBaHnsx, HO U Npu APYrnx
NaToNoOrMYecknx COCTOAHUSAX (TpaBMaTUYECKOrO,
ayTOMMMYHHOIO, TOKCMYECKOrO0 W MHOTO reHesa).

> 4To 06yCnaBnMBaeT BaXXHOCTb NPaBUMbHOIO
NOHMMAaHUSA NaToreHesa JaHHOro cuHAapomMa U
COOTBETCTBEHHO BbIOOP TAKTUKN NEYEHUS.



K coXanenuto, nmxopagka siBfsieTcst He
TONMbKO OAHUM U3 YacTbIX MOBOAOB
obpalleHnsa K Bpady, HO U OCHOBHOM
NPUYNHON DECKOHTPOSTLHOIO
NPUMEHEHUSA PA3NNYHbIX
NleKapCTBEHHbIX CPEeACTB.



Knaccudunrkauna NoOBLILIEHUA TeMnepa bl Téna

1.IHpeKkunoHHOro reHesa

2.HenHdekUNMoHHOro xapakrepa:

a) ueHTpanbHOro nNpoucxoxaeHust (nospexgeHme
pa3nuyHbix otaenos LIHC — kpoBoM3nMaHMe, onyxonb, OTEK MO3ra,
aedekTbl pasBnTUA);

©) ncnxoreHHoro reHesa (HEBPO3, NCUXUYECKME
paccTpoucTBa, BO34eNCTBME TNMNHO3a);

B) pe30pOuMOHHOro reHesa (ywmnb, coaBrieHne, OXor,
HEeKpOo3, acenTu4eckoe BocnarieHme cnocobcTByoT obpasoBaHuUto
9HOOrEeHHbIX MMPOreHoB);

) QHOOKPUHHOrO reHesa (dpeoxpomountoma, rmnepTUpeos);

0) nekapcTBeHHas (9HTepanbHOE UNu NapeHTepanbLHOE BBEAEHNE
KCaHTUMHOBbLIX npenapaTtos, adeapuHa, rmnepocMOSIsIPHbIX PacTBOPOB,
ONdEeHNHa)

e) pehnekTopHOro reHesa (6051€eBOM CMHAPOM MPU MOYEKAMEHHOW U
XXenYHOKaMeHHOW BoresHn).



WHubexkunoHHbie TUPOTeHbI

(bakTepuanbHLIE K30~ U ﬂ[ll::>

9HJ0TOKCUHBI, BUPYCHI)

HeundexunoHHble TUPOTEHBI

<::||]|] (MPOTyKThI TKAHEBOT'O paciaja,
OTIYXOJIEBBIC KJIIETKHU U JP.)

®arounThl (HEUTPODHUITHI,
MOHOIIUTBI, MaKpodarn)

!

CuHTe3 u cexpenysi MHTepIeKuHa -1

/ v \

TUMQOIIUTHI LlenTps! TerwiooOMeHa B IICUYECHb
TUIoTallaMyce
AxTUBHU3aNUL
nepepaboTKu A CunTe3 6enkoB
KTUBHU3ALAS .
aHTHUTCHHOM OTBETA OCTPOU
[UKIOOKCUT€HA3EI bazbi
uHpopMaIun
Cunres I1I" E2

IloBbI1IEHNE YPOBHS
TAMO

Usmenenune Na/Ca
COOTHOLIEHHUSA

[TepecTpoiika
TEPMOPETYJISLHUN

I




Nuxopagka HEACHOWU 3TUONOrNN

Hanbonee 4acTbiMM NpUYNHAMUN Pa3BUTUSA NUXOPALKU
HEeACHON 3TUONOrnn ABNAKTCA UHJEKLUN, ayTOMMMYHHas
naTonorus, 3friokayecTBeHHble HOBOObpa3oBaHuA.

OpHako, B 18-25% cny4aeB BbISIBUTb NPUYMHY OAHHOIO
CUHApomMa He yaaeTcs (gaxke rnocre npoBegeHHOro
TWaTenbHOro obcriegoBaHng).



ﬂepmoumquKH

CUHOPOMBI




AyToBOCMNanuTernbHbIe
nepuoanyeckne 3abosieBaHUS -

rpynna 3abonesaHnn, 00yCNOBMNEHHbIX HAPYLLEHNEM
B3aUMOAENCTBUA PerynaTopoB BOCNaneHuns :

- NMPUCTYIbI ((HeMOTMBMpOBaHHOVI)) JINXOopadKn B
coyveTaHnn Cc apyrmuMm nposdasrieHnAMm BocCriasieHus

- B MHTEpBanax mMexay atakamm 0onesHu naumneHTbl
oLlywatoT cedbs 300pOBbIMU

- npu obcrnegoBaHuUK y 9TUX MNaUUEHTOB
OTCYTCTBYIOT ayTOaHTUTENA U ayTOpeaKTUBHbIE T-
NMMAOLUNTHI

- BO3MOXHO pa3BnTne aMmmiiongo3a



BoaBpaTHas debpunbHasa nmxopanka
[TpncTtyn 3abonesaHus:
* NIENKOUUTO3

* NOBbILLEHNE YPOBHS OenkoB OoTBETA
OCTpoOUn (pa3sbl

 (+\-) nopakeHme KOCTHO-MbILLIEYHOM
CUCTEMBbI, NMMM@OoaaeHoNnaTnA, KOXHble
BbICbINaHUS

e +\- amunonagos



lpoBocnanuTenbHble LUATOKUHLI

AP dDeEKTDI

*AKTMBaUUA HeuTtpodunos, T-u B-numopounTos
CTnmynsaumna cnHtesa 6enkos OO B neveHH

«CTUMYNUPYET CUHTE3 NMPOBOCHANUTENbHbIX
LINTOKNHOB

*YcuneHue pyHkumm Hentpodomunos n NK-
KNeTokK

* [lnporeHHbIN 3P EeKT.
*YcuneHue reMmonoasa
OnocpegoBaHHbIE COCYANUCTblE 3PdEKTDI




YvyacTtue peuentopoB, pacnosHawouwmux obpas mukpobos (PRR) o
BROXOEHHOM ¥ NPUOBPETEeHHOM UMMYHUTETE

CWUHTE3 UNTOKMHOB
(IL-1,IL-6, TNFa...)

KrnoHanbHas

= SKCMaHcus
aHTUreHcneymndonyeckmnx

T- xennepos

Baktepna  nqc.cE

BMPYC
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JKCrnpeccus reHoB nposocnanéTeanblx LUTOKUHOB U XEMOKNHOB,
aHTUMUKPOOHLIX nenTnaoB, NO-CMHTETa3bl,LUUKITOOKCUIreHasbl,
NNUMNOoKCcUreHassl, ycuneHne gparountosa
N npoaykumn ceoboaHbix gopm O, ( B 3aBUCUMOCTU OT TUMA KINETKN)




[lepnognyeckme cMHOPOMbI

Familial TNF Receptor
FM F Mediterranean Associated Periodic TRAPS
Fever Syndrome

Familial Cold

Mevolanate-Kinase Autoinflammatory FC AS
Diseases : Syndrome,

MKD Hyper IgD Syndrome/  Muckle-Wells Syndrome, MWS

periodic fever

Mevalonic Aciduria Chronic Infantile
Neurological Cutaneous C I N CA
and Articular syndrome

Pyogenic sterile Crohn's D /
Arthritis, Pyoderma rohn's Disease
gangrenosum, and PAPA C DIB Blau Syndrome

Acne syndrome



FM F (Familial Mediterranean Fever) —

ceMenHas cpeaM3eMHOMOpPCKas nuxopagka
(«nepnopnyeckasa 6onesHb»): nepBoe coobweHue B 1908 r.

PebOpunbHbIe anu3oabl oT 6 Yac Ao 4 cyTokK
+/-

- Cepo3uTbl: NepUTOHUT,
nneBpuT (yHUNaTepanbHbIN)
nepukapauT
TeHOOBarnHUT,
apTpuUT (MOHOAPTPUT) KOJIEHHLIX, Ta3obenp., rOsIEHOCTONH.,
riy4ye3ansicCTH. CycCT.)
- KoXHble cbinu
-  CumMMeTpUYHbIe MUANTUN (MKPOHOXHbIX MbILLLL)

- Hauvano B getckom/toHoweckom Bo3pacTe ( 90% - ao 20 ner)



FMF - ounamuka cumntomos

A, Famihal Mediterranean Fever
41 = =erositis (peritonitis),
vomiting, arthritis,
erysipelas-like skin lesions
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FMF

AnuaemMuonorusa: apmMmsiHe, TYpku, apaobl, eBpen. EaAMHNUYHBbIE cny4vau:
rpekun, utanbsHubl, 6enbrumubl

- PacnpocTtpaHeHHocTb: >10 000)
- HacnepoBaHue: AP
- TeH: MEFV (npoaykT: pyrin, marenostrin), nokyc 16p13

OunarHoas:

- KINUHUYECKMe Kputepum

- MyTauusa

- UmTtoxmmmnyeckue tectbl (MMenonepokcuaasa, LLd Hentpodunon)

JleyeHue:

- KonxunuwuH 1-2-3 mr/aeHb (60%-nonHbin, 20-30% - YacT4YHbIN 3 deKkT
B OTHOLWEHUN (pebpurnbHbIX aTaK, CHUNXKeHUe pucka ammriongosa )

- HNBMN

MporHoas:
Amunnonpos — 60% HeneYyeHHbIX 6onbHbLIX >40 nert



FMF - dakTopbl pycka pasBUTMSA aMmuonaosa

Hann4yne npusHaka T Pucka
BTopun4yHbIin ammnnonaos B cembe X 2,4
MyTauuna M694V X7
fomo3urotHocTb no SAA1-alpha x7
My>xckomn non x2vunnx4




[ unep-lgD cuHppom: 1984 r.

- @ebOpunbHbIe aTaku 4-6 oHen
( pe3koe Ha4yano ¢ 03HOOOM, NOCTEeNeHHOe CHMXEeHNe TeMnepaTypbl)
- WHTepBan 4-6 Hepgenb (BapbupyeT y OAHOIrO U TOro Xe nauueHTa)

- Havyano B paHHeM geTckoMm Bo3pacTte (00bI4HO A0 1 rona)
- MpoBokauusa — cTpecc, TpaBMa, BakuMHaLus, onepauuu

- LWenHas numdcdageHonaTums

- TlenarocnneHomeranus

- bonb B XMBOTe, pBOTA, ANapes

- ApTpanrnn/apTpuTt KpynHbIX CYCTaBOB
- TonoBHbIe 6onu




['unep-lgD cuHgpom: .

KoXHble cunTomMbl (Makyno-nanyJsie3Has Cbinb, NeTexmu, nypnypa)

- Pepko — 6one3HeHHble ahTbl/A3BbI POTOBOU MOJIOCTMU,
Braranuuwa

- KoxHble n CyCTaBHble CMMNTOMbI pa3pellaroTcAaA mMeasieHHo


http://content.nejm.org/content/vol345/issue24/images/large/07f3.jpeg

['nnep-lgD cnHOpom: aMHammnka cumMnTOMOB

B Hyper-lgD Syndrome
471 Cervical iymphadenopathy,
erythematous macules,
abdominal pain, vomiting,
arthralgia
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[ nnep-IgD cuHgpom: .
- dnuaemuonorusa: 3anagHaa EBpona
- PacnpocTtpaHeHHOCTb: >170 nauneHTOB

- HacneposaHue: AP

- TeH: MVK, npoaykT: MeBonaHaTkmHa3a (cpepmeHT B MeTabonname
xornecTteporna), nokyc 12q24

JlabopaTopHbIe AaHHbIe:

-  neukouuto3, 1 COIJ, CPBb npu obocTpeHunn
- 11gD >100 ME/mn, y 80% 6onbHbIX - 1 IgA

JleyeHue: HeT

(eanHn4HbIE coobweHunsa — NKC, konxuuuH, BBUI', unknocnopuH;
HeadeKkTUBEH - TanuaoMmuna, ? — cMMBacCTaTUH)

NMPOrHo3: cHuXeHune YacToThbl aTak
AmMunonaos — peako
[JecTpyKTUBHbLIN apTPUT - peakKo



OToeneHne MMMyHoMNaToNornm
KInnHu4eckmn npumep 1

NoeHTn4Hble cnubcebl, 1993 r.p.

- ®ebpunbHble ann3oabl OT 1 HEeCKONbKUX Heaernb

- KoxHble cbinu (apuTtema, ypTukapmmn) mMurpupyoime
- nceBaouUENONNT

- bonu B XnBoTe, TOWHOTA, pBOTA, Anapes/3anop

- ApTpanrum, apTput

- BOCNanuTenbHble UBMEHEHUS B KPOBM

- Amunounpgos noyek y 1 us cecrep — ymepna B 2004 (XI'NH,
remocparoymTapHbIv C-M, NAHUUTONEHUS, MHEBMOHMUA
(rpnbkoBas?)

A.K -ncesgodnermoHa E K - cbinb



ncesgodrierMoHa




Cbllb




TRAPS: 1982 r.(Hibernian fever)

PebpunbHblie 3nu3oabl oT 1 AHA A0 HECKOJIbKUX Heaenb
+/-
HOKanM3OBaHHbIe Munaiarmm, MUrpyupvyroLine

Bone3HeHHbIU KOHBLIOHKTUBUT/NepnopouTanbHbLIN OTEeK

KoXHble cbinu (3putema, ypTuKkapmm, nmBeaononooHble),
MUrpUpyroLwme

nceBgouUennnT

Bonu B rpyan (acenTuyecknn nnesBpuUT, MManrus)
bonu B XXuBoTe, TOLWHOTA, PBOTA, Anapes/3anop
ApTtpanrum (4acTto), apTpuT (peako)

FonoBHbIe 6onun

Bbonu B TecTukynax

Hayano B geTckom Bo3pacTte



TRAPS - guHamuka cumntomoB

C THNF-Receptor-Associated Periodic Syndrome
a1 = Conjunctivitis, ernythamatous skin lesians,

55 myalgia and arthralgia, abdominal pain
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TRAPS

AnnupaemMunornorus: pasnnyHblie aTHU4YecKkue rpynnbl (EBpona, CLUA,
aBctpanus, lNyapto-Puko)

- PacnpocTpaHeHHOCTb:
- HacnepoBaHue: A[l ¢ HenOJSIHOU NEeHeTPaAHTHOCTbLIO
- TeH: TNFRSF1A , nokyc 12p13.2

JlabopaTopHbIe AaHHbIe:

- Nemkouutos, HenTpodunes, TCOI, T CPB, | IgD (<100 ME/mn), T IgA
- CHunxenHue pacteopumoro TNFR1 B ceiBopoTke (<1 HF/mn)
: HeMHhoOpMaTUBHO NpPU aMmuriongHoun HecpponaTmn)



TRAPS P e
eH: S @
FeH: TNFRSF1A N L L‘; &

] THF racaplor Proteasda Cell membramne
| typa i — o

FMnoTeTUYecKun MNormal shedding of TMNF receptor Intraceliular
natoreHes3

THF-receptor—associated syndrome
JleueHue:

- TKC (220 mr/cyT npeaHN30sI0HA)

-  AHTMUMTOKMHOBBbLIE NpenepaTbl : ATaHepuenT , UH(pNnKcumaob ??
NMporHos:

Amunouaos — 25%


http://content.nejm.org/content/vol345/issue24/images/large/07f5.jpeg
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JKCrnpeccus reHoB nposocnanéTeanblx LUTOKUHOB U XEMOKNHOB,
aHTUMUKPOOHLIX nenTnaoB, NO-CMHTETa3bl,LUUKITOOKCUIreHasbl,
NNUMNOoKCcUreHassl, ycuneHne gparountosa
N npoaykumn ceoboaHbix gopm O, ( B 3aBUCUMOCTU OT TUMA KINETKN)




3aboneBaHWa , accoUMMpPOBaHHLIE
c MyTaumen CIAS

Exon

] cinca [ FCAS/FCU [lmws‘



MUCKLE-WELLS cunapom - MVWS (1967)

XpOHUYECKUN MHPAHTUNBHbLIN HEBPOJTIOrMYECKUN, KOXKHbIN,
CyCTaBHOU CUMHAPOM/ MyNbTUCUCTEMHAs BOCnanuTenbHas
Gone3Hb ¢ HeoHaTanbHbIM Ha4yarnom (Chronic Infantile
Neurological Cutaneous and Articular/ Neonatal Onset

Multisystem Inflammatory Disease

- CINCA/NOMID (1987

AnnenbHble 3aboneBaHus
Nen CIAS], npoaykT: KpMonupuH , nokyc 1g44
HacnepoBaHue: ALl

Bapuaﬁeanaﬂ NMeHeTPaHTHOCTb U IKCNPeCCUBHOCTDL



MWS:

- dnusoabl nuxopaaku (+/- o3HOO)

- YpTuKapHble cbinu (6e3 3yaa)

- HepomoraHue, ronoBHble 60nun

-  NMonwuaptpanrun/apTput

-  KOHBIHHKTUBUT

- bonu B XuBoTte

-  MukporemaTtypus (penko)

- JlnmdapgeHonaTusn, renatocnneHomeranua (peako)
- HeunpoceHcopHasi TYroyxocCTb (pa3n. cteneHwu)

JNlabopaTtopHblie AaHHble: 1COJ,CPb, nenkouuto3s, umpkagHoe 1 IL-6
KpnornobynunHbl He onpeaensitotTcs

MNMporHoas: OT JfIerkoro/aCUMNTOMHOIoO Te4eHs1 A0 amunoumaosa
JleyueHmne: TKC —yactuuHbIn adhdekT,
aHakunHpa (pekom6. aHTaroHucrt IL-1 R)



CINCNNOI\/IID

PaHHee Havano (8o 6 mec)

-  XpoHun4yeckasi KpanmBHuua
(BbIpaXxXeHHOCTb BapbupyeT BO
BpeMeHMN)

- ApTpuT (OT peuma. cMHoBUTa A0
AedopmupyroLiero apTpura)

- YBeuT, KepaTonartusa, atpodus
3puUTEeNibHOro HepBa

- XpPOHMNYECKUU acenTU4eCKum
MEHWUHIUT

- =-HU3KUW POCT, KOPOTKNE KOHEYHOCTMH,

mMakpouecdcbanus, ceanoBuaHbIN HOC
- +\- MeHTanbHbIEe HapyLIEeHUA

- JleyeHue: NKC — yactTnyHbIN
adppekxr,

MeToTpeKcaT




FCAS: ceMenHbIn XonogoBow
ayToBocnanuTtesnbHbI CUHOPOM

'eH CIAS1, npoayKT: KpyonumpuH , nokyc 1944

HacnepoBaHue: All, BapnabenbHas
NEeHETPaAHTHOCTb N 3KCMPECCUBHOCTb

[MpoBouunpyrowme dpakTopbl: Xonoa,
NOBbILLEHHAA  BMNaXHOCTb

Mpuctynbl 4Yepes 1,5 yaca B Te4eHNe CyTOK:



FCAS: ceMenHbIn X0noagoBow

ayToBocnanuTesnbHbI CUHOPOM

KnnHuka: debpunbHaga nmxopagka ¢ 03HOOoM,
Muarnrmemn,

apTpanrum, nepruapTMKynsapHoe BocnaneHue,

ypTUKapHas Cbinb C 3y0M 1 60oneBbiM
CUHAPOMOM

JlabopaTopHble 06crnenoBaHnA: NENKOLINTOS,
1CO9J, 1CPB,

KPMOrnoOyMHbI U XONOA0BbIE arrfioTUHUHBI
He onpeaensaTcs



PAPA-cu H,EI,pOM/ Pyogenic sterile Arthritis, Pyoderma
gangrenosum, and Acne syndrome
« Havano B geTcTBe

ApPTpPUT: MOHO- UITU MNAHAPTUKYNAPHbIA (OObIYHO — KONEHHbLIE.
JlokTeBble, pexe Merikue CyCcT. KUCTEUN), peuuanBUpPYyoLLnN,
NocTeneHHO akKKyMyJnunpyeTcs CTepUinbHbIU THOEBUAHbLIU 3KccyaaT

« Pyoderma gangrenosum
« B nybeptarte (M no3xe) TAXKernble akHe

* Pepgkune npusHaku: MHCYJIMH-3aBUCUMbIN AnabeT, NpoTeuHypus,
abcueccbl ¢ MecTax MUHbEKLUUN, LUTONEeHUA Ha cynbdoHnnammabl)

JleueHue: HeT AaHHbIX
AMUNonpo3: HeT AaHbIX
Bo3MOXHO obGner4yeHne cCMMNTOMOB apTpuTa nocne nybepTarta

NeH PSTPIP1, nokyc 15924-q26.1, 15924-g25.1
Benok PSTPIP1 (CD2BP1) -cBAsbiBaeT NUpUH



bone3Hb KpoHa

bone3Hb KpOHa: reHeTnueckm reteporeHHoe
3aboneBaHue ( accou. C 19, 16, 14,12, 6, 5, 3, 1
XpomMocomamum)

BocnanurtenbHoe nopaxeHue NoObLIX OTAENOB
KUWe4HukKa

XapakTepHO rpaHynemMTo3Hoe BocnasieHue

TpaHcMypanbHOe nopaxeHue, CBULLMN, nepdopaumn
KMLUEeYHUKA

TeyeHUe: peKyppeHTHoe
[NopaxeHune cycTaBOB, rfnas3s, KOXu

JleyeHeun: nmmyHocynpeccaHTbl, NKC,
cynbdacana3uH, pemukena, natalizumab — mAT K
anbca-4-MHTErpunHy)



CuHapom Blau

(ceMenHbIN OBEHUNbHbIN
CUCTEMHbIN KOXXHOCYCTaBHOMN rpaHynemMaTo3s)

FpaHynemaTosHblﬁ CUMHOBUT, CyCTaBHbLIE

aedopmaunm ( «<OyTOHbEPKU», KAMNTOAAKTUIINA)
TeHAOCUHOBUUT, KNCTbl CYXOXWUNUN
YBEUT HerpaHysfieMaTo3HbIn

Peuungusupyrowas reHepanm3oBaHas

IPpUTOMATO3HO-Nanyse3Han Chbilb



Nepunogunyeckue
CUHOPOMbI —

BOMNpocChHI
naToreHesa




CuHgpom Mapwana (PFAPA)/ nepnognyeckas nuxopamka,
aPTO3HbIN cTOMATUT, dapUHINT, ageHnT: 1987 T.

PebpurnbHble aTakm ANNTENbHOCTLIO 3-5 AHEN
( pe3koe Hayaro c o3Hobom, ot 38C o 40,5C)
NHTepBan 4-6 Heaenb (BapbUpyeT)

Hauano B paHHeM aeTckom Bo3pacTte (00bl4HO OT 2 A0 4 ner)
aPTO3HbIN CTOMATUT,
doapUHIuUT,

AOeHuT,
CnneHomeranus
bonb B XnBOTE, pBOTA, ANaped

ApTpanruu



Cungpom Mapwana (PFAPA) :

- Inmaemmnonorusa: Eespona, CLLUA
- PacnpoctpaHeHHocTb: >1000 nauneHToB
JTaBopaTopHble gaHHbIE:

- Jlenkouutos (6bonee 10000 B mkn), 1 COJI (6onee 30), CPb npwu
obocTtpenumn,t IgD (y 60%)

IleuweHne: AceTtommnHopeH — adopekT BCcero y 6%,
N6ynpodreH — B 30%,
['KC (1-2 mr/kr per os ogHokpaTHO) — adpdoekT 100%

Ll,I/IMeTI/ID,I/IH — CHMXXaeT 4YaCToTy aTakK npu agrimTesibHomM npmMeHeHnun

[MpOrHo3: CHMXeHNe 4YacToTbl aTak
AMuUnongos — peako



CuHgpom Mapwanna (PFAPA): nepnoanueckas
nuxopaaka, aTo3HbIM CTOMATUT, PAPUHTUT, aaeHUT: 1987 T.

(Periodic episodes of high Fever, Aphthous stomatitis, Pharyngitis, and
cervical Adenitis)

*DebpunbHble aTakn ANUTENbHOCTLIO 3-5 AHeN

( pe3koe Ha4vano ¢ o3Hobowm, ot 38C go 40,5C)
‘NHTepBan 4-6 Hegenb (BapbupyeT)

Hayano B paHHeM geTckom Bo3pacTte (00bl4HO Ao 5 rneT)”*
APTO3HLIN CTOMATUT,

ToH3NNuT,

NnmdpoaneHur,

CnneHomMmeranus

bonb B XX1UBOTE, pBOTA, ANaApPES

ApTpanrmu

*Shai Padeh et al., 2008 — 15 B3pocnbix nauveHToB (ne6ioT 8-37 neT)



CuHgpom Mapwanna (PFAPA):

ondppepeHuUmanbHbIM gnarHos

fOPA

Lluknnyeckaa HenTponeHns
bones3Hb bexyeTta

[lpyrne nepunognyeckne 6onesHu



CuHpgpom Mapuwanna (PFAPA):
onngemuonorus: EeBpona, CLUA
PacnpocTtpaHeHHocTb: >1500 nayneHToB
JTabopaTopHble AaHHbIE:

INNenkouuntos (bonee 10000 B mkn), 1 COID , CPB npwu
obocTtperHun,t IgD (y 60%)

INleyeHune npuctyna: lNapauetamon — agodekT Bcero y 6%,
NbynpodeH — B 30%,
[[KC (1-2 mr/kr per os ogHOKpaTHO) —
adopekt 100%

LinmeTnanH — cHMXKaeT 4acToTy aTak npu
ONTENBbHOM NMPpUMeEHeHUN (?)
ToH3unnakTomnsa — naneyveHme B 70-96%

I'IporH03: CHUWXEHNEe YaCTOTbl aTakK



CuHgpom Mapwanna
(PFAPA),

4,5

3,5

4,5

1,5

0,5

CODCTBEHHbIE OAHHbIE

Bo3pacr p,e(ﬁlgﬂﬁa bonesaHua

—Bo3pact aeblota

\ 3abonesaHun

\ (Hen.)

20 30 40 50 60




CuHpgpom Mapuwanna (PFAPA),
COOCTBEHHbIEe AaHHbIE

Pacnpenenenne no nony: M—18, [1 — 8
M:Ol = 2,25

[Tarmmentel ¢ PFAPA, HarmmoHaibHOCTE:

KomnuectBo | %
HAI[MEHTOB
Pycckue 19 73,07
ApmMmsiHE 3) 19,23
YKpauHITbI 1 3,85
YeueHI1Ibl 1 3,85
BCETO 26 100




CuHpgpom Maplianna
(PFAPA),

COOCTBEHHbIE JAHHbIE

HauunoHanbHbIN COCTaB, NaLUEHTbI

B pyccKue
B yKpauHupl
H apmaHe

W 4yeyeHupl




3THUYECKUU cocTaB HaceneHna MocCKBbI No
AaHHbIM nepenucu 2002r.

\

M pycckue

B yKpauHubi

M Tatapbl

W apmaHe

M azepbanarKaHubl

W espeu

N Bbenopycobl

W rpy3uHbl

Y ApP.HAUMOHANBHOCTH

B He yKasaswue HauuoHaNbHOCTb




ITHHYECKHUN cOCTAB HaceJeHus MOCKBBI N0 JAHHBIM
nepenuvce HaceJeHUs

Jlos1s1 BO BceM HacejieHuH, B %

N3menenue mexay 1989

HannonanbHoCTH 197 n 2002 B npoueHTHBIX
1970 9 1989 2002 nyHKTaX

Pycckue 89,2 [90,2| 89,7 84,8 -4.9
YKpauHIIbl 26 |26 2,8 24 -0,4
TaTtapsl 1,5 [ 1,6 1,8 1,6 -0,2
EBpen 3,5 [ 2,8 2 0,8 -1,2
benopycer 0,7 | 0,7 0,8 0,6 -0,2
ApmsiHe 04 (04 0,5 1,2 0,7
A3zepOaiiKaHIIbI 0,1 (0,2 0,2 0,9 0,7
['py3unbI 0,1 [0,2 0,2 0,5 0,3
Jlpyrue HalMoHaILHOCTH 1,8 (1,4 1,9 3,1 1,2
He ykazaBuine HallMOHAJIBHOCTD 0 0 0 4 4




Cumntomatnka PHAPA no cobcTB. ”
nutepaTypHbIM AaHHbIM
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Fadeh et al.
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[Taruentel ¢ PFAPA, mabopatopabie
naHabie (N=26)

OA) :
1007 (1414
100 ocneq.)
B ofocTpeHue
80 731 B pemMUcchA
60 1 53,8
423
40 - 34.9
19,2 19,2
20 - 154 ‘
. *% 1,
- ‘ J -
0 0 : : 0 : 0 : 0 _ - _ .
CPBt COo3t nekouwTos  nfAacgewr HeuTpodunes G| IgG EBNA lgG CMV lgG,IgAHS

1.2

* *%
M3 06CrneaoBaHHbIX B pemuccumn 1 — He obecnenosaH, 1 — IgG Ha H.rpaHuue N



[Tarmuentel ¢ PFAPA,
MHUKPOOHOJIOTHYECKUE UCCIICAOBAHUS

=ln}
80 - ir.7

70 -
= oboCTpeHnE

60 -
® BHe 0DOoCTpeHuA

50 1
40
30 4
22,2
20

10 1

* B nep.obocTtpeHna n=15,
BHe obocTpeHus n=10



[Tarmmenter ¢ PFAPA,
MHUKPOOHOIOTHICCKIE UCCIICIOBAHUS "

obocTpeHue BHe o6oCcTpeHus

HOpMankeHas w/dn
66,6

®S.aureus 333

Enterococcus sn.
13,3

B Streptococcus
agalacticae 6,6

K.pneun : 6,6

mE.coli

Str.haemolyticus -

*B I'Iep.O6OCTpeHVIFI n=15, Neisseriae spp.
BHe obocTpeHnsa n=10



[Tartuentsl ¢ PFAPA, reseTuueckiie acekThl

HacrneacTtBEHHOCTb OTSAroweHa — 14/26 (53,8%)
[To nuHuUM matepu — 9/14 (64,3%)
[1o nuHUKM otua — 5/14 (35,7%)

«Cxoxaga cuntomaTumka B getctee - 9/26 (34,6%)
«Xp. ToH3unnunt — 3/26 (11,5%)

*APTO3HLIE CTOMATUTBLI (B T.4, Y HECKONBLKUX YNEHOB
cembm) — 4/26 (15,4%)

«Xonopgosas anneprusa — 1/26 (3,8%)

MoJIeKyIIpHO-T€HETUYECKOE UCCIECOBAHUE:

MyTtaumn MEFV:
ObcnepoBaHo — 7/26 (27%)
retepo3nrotHoe HocutenbcTBo E148Q - 1/7=14,2%

myTaumm TNFRA1:
Ob6cnepoBaH 1/26, nckn4yeHo.



[Taruentel ¢ PFAPA, conyrcrByromume 3ad01eBaHus

* runorammarnobynuHemusn (IgG< 20 ot Bo3p.) — 4/26 (15,4%)
2 — 1lgG HopmanuaoBarcs ¢ BO3pacTom

1 — coxpaHsaeTca B 6 et

1 - BbIObIN

*ATonunyeckun gepmatut — 2/26 (7,7%)
*bpoHxnanbHas actma — 1/26 (3,8%)
*bornes3Hb KaBacaku B aHamHese — 1/26 (3,8%)

BcTpevdaemMocTb TpaH3UTOPHOW MadeH4YecKon rmnorammarnodyn nHemun:
A M Walker et al., Department of Immunology, Royal Children's Hospital,
Parkville, Victoria, Australia. — 46/2468 obcnegoBaHHbIX < 2 neT (1,86%), us
HUX Yy 28 — B €ANHUYHbIX TeCcTax, KaTamHes (-)

(8 nonynsauwnn 0,006 — 0,05%)



[Tatmentsl ¢ PFAPA, 1euenue

Kosn-Bo KynuposaHue | YanmHeHue pemMmunccud
BUL BOSbHbIX npucTtyna NHTEPBaNoB
Bcero Tepanusa
[KC 19 (73%) 19/19 5/19 (26,3%) |0
(100%)
[MpeaHn30noH 18 (69,2%)
OJeKCaMeTa30H 1 (3’8%)
LinmeTuamH 2 (7,7%) 0 1/2 0

ToH3unnaktomma |7 (26,9%) |- - 6/7* (86%)

*1/7 — «OTCpOYEHHaa» pemnccus -3 anusona nocre
T3, nanee pemuccus




[Taruentel ¢ PFAPA, >¢ddexTuBHOCTD
XUPYPruue€CKUX METOJIOB:

ToH3WIIIPKTOMUS —
86% (coOcTB. HaHHbBIE)

AEHOTOH3UIOOKTOMMS —
70-96% - B peTpOCHEKTUBHBIX UCCICAOBAHUSX;
63% - B paHIOMH3UPOBAHHOM HCCIICIOBAHUH
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