AyTOBOCHAJIUTEIbHbIE 3200/1€BAHUSA

boJe3nb bexuera/PFAPA cunapom

Hokaaguuk: cryaeHrka S kypca Ilasauk Jlyusza
rpynmna 1.5.13 “A”



AVTOBOCHIAJIUTEAbHBbIC 3200J1¢BAHUA (CUHIAPOMBI)

- TETEPOreHHAs I'PYyIIia PEAKUX TCHETUYECKUA JETEPMUHUPOBAHHBIX
3a00J1€BaHNM, XapaKTEPU3YIOIIUXCS IIEPUOINYCCKUMHU IIPUCTYIIAMHU
BOCHAJICHUS, MAHU(ECTUPYIOIIHIX 1 KJIMHUYECKOM
CHUMIITOMATUKOMW, HATOMUHAIOIIEW PEBMATUYECKYIO, IPU OTCYTCTBUU
ayTOUMMYHHBIX U HH()EKIIMOHHBIX TPUYKH.

(H.A. REIMAN, 1948; P. FIETTA, 2004)
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FMF (MEFV, AP)
TRAPS (TNFRSFI1A, AJl)
MVK (MVK, AP)

PFAPA ;

PenuauBupyromuii HaMoNaTHYECKU EPUKAPIUT;

PeunauBupyomuii MEHMHIUT;

CINC /NOMID ( NLRP3, AJl)
Muckle-Wells ( NLRP3, AJT)
FCAS 2 (NLRP12, AJl)

Cucremubiii FOA;
Boaesns CTHiia y B3pOCJIbIX;
Cunapom IInuiepa;

PAPA (CD2BP1, AJ)
DIRA (IL1RN, AR)
DITRA (IL36RN,AR)
CAVPS (CARD14, AT)
Majeed syndrome (LPIN1,AP)

CRMO
SAPHO
HLA-27cnonaninoapTponarust
Sweet syndrome
IToparpa
I'eHepanu30BaHHBI MYCTYJIE3HbIH IICOPHUS3
AKpoaepMaTuT

Nakajo-Nishmura (PSMBS,AR)
JMP (PSMBS,AR)
CANDLE syndrome (PSMBS8,AR)

HeiiTpo(pnibHbIi NAHHUKYJIAT
Y3ii0Barasi spuTeMa M NAHHUKYJIUT

IL10, IL10RA, IL10RB

Boae3ns Kpona

FHL1-FHLS

Cucremuniii FOA, accounnpoBanbliii ¢ MAS

HLA B5101

bogae3ns bexuera




O01mue KIMHUYECKNE npu3Haku AB3

acelTHYECKOE BOCIAJIEHHE CEPO3HBIX 0001049€eK
acenTUYeCcKoe BOCIAJIEHHE KOKHM U CJAU3UCTBIX 000J10Y€EK
MBbIIIEYHO-APTHKYJISAPHAA CHMIITOMATHKA

1e0K0T B 1€TCKOM M IOHOIIIECKOM BO3pacTe

BO3MOKHO€E pa3BUTHE aMHJION/103a

BBICOKHE JIA00PATOPHBIE MOKA3ATEJIN AKTUBHOCTH BOCIIAJICHUS
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- CHHAPOM, XapPaAKTEePU3YIOIIUUCH MPUCTYIIAMHA JUXOPAAKH C
HHTEpBAJaMu 3-5 Helelb, KOTOPbIE CONMPOBOKIAIOTCH A(PTO3HBIM

CTOMATUTOM, (DAPMHIUTOM M/UJIH IHEHHBbIM JUMQATECHUTOM.



KJIMHNYeCKUe NPU3HAKKN (OCHOBHbIE)

* PenuauBupymwoinas peOpuibHas

[TopaxxeHre MOIIIOHKHA Y MIOJIOBOT'O
4IIEHA - y MYJKUHH, TIONOBBIX TY0 - Y JKEHIIMH, | et (LU B T 0 b0 (B ER ) ()

OOBIYHO 32KUBAIOT C PyOIIaMU U SBIISIOTCS
0ojiee 00JE€3HEHHBIMU Y MYKUHH.

Bcerpeuaercs B 88 % ciydaes. Illelinbie 1/y
YBEIUYHUBAIOTCA 10 4-5 ¢M, IpH MajabHaluu
TE€CTOBAThIC, UYBCTBUTEIbHEIC. J[pyrue i1/y He
N3MCHSIOTCS.

[TosiBIIsieTCS TTOCIE U3bSABICHUS IOJIOCTHU PTAa.
CuMOTOMBI: TOMYTHEHUE 3PCHUS,
nepuopOuTaibHas 00Jib, CBETOOO0S3Hb,
CKJICPAJIbHYIO HHBEKIIHUIO U CIIE30TCUCHUE

Bcerpewaercs B 77 % ciyvaes. Haie Bcero
BCTpeUaeTcs KarapaiabHas dhopma.

VY3enkoBas aputeMa (y KEHIIMH), YTPEBUIHBIC
NayJI0ITY CTYJISIPHBIC OPaKeHUs (Yallle y

MY KYHH ) * OrcyrcrBue CMHMIITOMOB B
* Ilo/10:kMTENBLHBIN TECT HA MATEPIUIO

MEKIMPUCTYITHOM Nepuoae



KJnHHYecKue NPU3HAKU (IONOJHUTENbHBIE)

[TopaxkaroTcsi apTepun BCEX KaJIMOPOB U BEHBI!
OnucaHbl cllydan aHEBPU3MBI JIETOYHOM

apTepUM, IIOBEPXHOCTHOTO TpoMOOo(dIieouTa,
cunapoma bagma-Kuapw.




O01mue KIMHNYECKHE NPU3HAKHU

A(dTO3HBIN CTOMATUT

Jluxopaaka

}KGJ'IYI[OIIHO-KI/IIHCIIHBIG ITPOABJICHUA

Hepposiorndeckass cCuMIItoMaTruka

MBIIHG‘IHO-apTI/IKYJI}IpHaH CUMIITOMATHUKA



A(DTO3HBIN CTOMATHUT

PFAPA cunapom
(cuaapom MapinaJiia)

boJjge3ns bexuera

MeHee NOCTOSAHHBIN MPU3HAK
(BcTpeuaercs B 33% cayuyaes, He
CONPOBOXKAACT KAKIABIA JTUXOPATOYHBIN
3MKU301). AQTHI yalle BCero eAMHUYHbIE,
He CrPyNIMPOBAHHBIE, YTO 3ATPYIHSET
NX BbISIBJICHHE.



JInxopaaka He HOCUT NePUOAUYECKUM * Ilepnoauyeckasi peOpuILHAs IMXOPA/IKA
xapaktep! IIposiBisieTcsl JIMIIDb B (mpeBbimaer 39,5 C) ¢ HHTEPBaIaMH B
HayvaJie 3200J1eBAHMSI. 3-5 Heneb.

* Dnu30abl JUXOPAAKH AJIATCH 3-8 THEH.

XapakTepucTHKA JUXOPAAKHU - BeAYIIUU
npu3Hak!!



IlopakeHue KeJYT0YHO-KHUILIEYHOT 0
TpaKTa 3arparuBaet 3-16% manueHToB ¢
0osie3Hb10 Bexuera. O0sacTu nmopaskeHus
YacTO BKJIIOYAKOT MUAIEBOA U
WJIEOLEKAJIBbHYIO 00J1aCTh.

CuMNnTOMBI BKJIIOYAIOT:

* 00JIb B JKUBOTE

* B3AyTHE )KMBOTA

* JKEJYI0YHO-KHILIeYHbIe KPOBOTEYEeHUS

bo0/11 B ’KMBOTE 00BIYHO HEMHTCHCUBHBIEC.
IIposABJIAIOTCS MOCJIe HAYAJIA
JIAXOPAT0YHOI0 3nn301a. Bo3moxkHa pBora,
KOTOpAas pealecTByeT JUXOPaaKe.



ApTpUT U apTpaJruu scrpedarorcs 'y 60%
NMAUECHTOB. APTPUT ABJIACTCH
Heae(pOPMUPYOIUM U ACUMMETPUYHbIM
10 CBOEH NMPUPOIE U MOXKET NPUHAMATH
MOHOAPTHUKYJIAPHbIN, OJTUTOAPTUKYJIAPHBIA
WM MOJMAPTUKYJISIPHBIA XapakKTep.

B nepBy1o ouepennb nmopaxkanTCHd HUKHUE
KOHEYHOCTH, 0COOCHHO KOJICHHBIH CYCTaB.

ApTpajruv ¥ MbllIeYHbIe 00JIM MOTYT
NpeauecTBOBATDL JUXOPAAOYHOMY CHHAPOMY.
APTpPUT He BCTPeEYaeTcs.



U3MeHeHus IICUXUYECKOI0 cTaryca
IIpucTynsl mogepruBaHus MbIIII
IHoaoxkurtebHBIN 3HAaK baOMHCKOIO
TpyaHocTh ¢ peublo U II0OTAHHEM
IMOIIMOHAJIbHAA JJA0UJIBbHOCTD

Ocrtpas ruryxora

BcTpeuaercst 0O4eHb peIko B BHJIE
IMOIIMOHAJIBLHOM JA0MJIBLHOCTMH.



CucreMHbIe M MEeCTHbIE INIIOKOKOPTHKOUAbI
Koaxunun

HUMMyHoOCYnIpecCcaHThI (A3aTHONPUH)

IIpousBoanbie 5-ACK (cyab(pacanasun, Me3ajia3vH)
AHTaroHucTol PHO-0 (MHpIakcumad, agaanmMymao)
AHTHOMOTHKM (JAIICOH)

NuTepdeponbl

HIIBC



Jleuenue 0o.1ezau bexuera

IHopaskeHHre KOKHM U CAUZUCTHIX

[i1a3HbIe MopakeHne

AKeayn104HO-KUIICYHbIE NPOSIBJICHUA

MI)IIIIB‘IHO-apTI/IKy.]IHpHaH CUMIITOMATUKA

HeBponrnquKaﬂ CUMIITOMATHUKA

MecTHBIE INIIDKOKOPTUKOCTEPOUAbI. BO3MOKHO
UCIOJIb30BAHUE
KOJIXMIIUHA IJI NPEA0TBPALICHUS PEelUIUBOB.

*cucremubie I'KC, azaTuonpus, 1ancoH,
DOH-AJIb(ha

AszaruonpuH, I'KC B coueranuu ¢
HUMMYHOMOAYyJasiTopaMu (MH(PpIAKCUMAa0, axaanmMmyman)

POU3BOIHbIEC
Me3aJ1a3HH;
cucrtemublie I'KC, azaTnonpuH, aHTArOHMUCTHI

Aptpur: mectubie I'KC u HIIBC

Cucremubie I'KC, uarepdepon annda, asaTuonpuH,

nukjgodochamua, merorpexcar, anraroHuct PHO-ao




- aHTAaro’ncTol DHO-q,

B MHOTOYHCJIEHHBIX UCCJIE0OBAHMAX ObLJI MCI0Jb30BaH aHTAaroHuCcT @HO-a (B 0CHOBHOM
HHPIUKCUMA0 U afaJauMyMad) 1 JJeYeHU TAKeJI0d U/ ujiu pepaKkTepHoi 00/1e3HA
bexuera.

* [U1a3HBIE CUMIITOMBI — perpeccupoBau B 96.3% ciayuyaesn
* Ko0KHO-CJIM3UCTHIE MPOsiBJIeHUs - B 88%

* CycraBHble nposiBjienus - B 70%

* IlposiBiienusi co croponnl JKKT - B 77.8%

* HespoJsioruueckas cumnromMartuka — B 92.3%

*Ungpruxcumad noxkaszan xopoutue peyiobmamel 6 jieuenuu oonesnu bexuema maxowce 6o
epems DepemeHHoCmu.

https://emedicine.medscape.com/article/Behcet Disease Treatment & Management



Ilpemapar

[Ipenuusanon

beramerasoH

Konxuima

[luTamenuu

AHakuHpa

Jlo3za

0.5-2 Mr/kr per os (B IIEpBbIN
JEHb JTUXOPATOYHOTO
AIM30/1)

0.2 mr/Kr per os (B IepBbIA
JE€Hb JINXOPAJT0YHOTO
SIIN30/1a)

0.5-1 Mr (e’xeTHEBHO)

20-40 mr/kr (eXeaHEBHO)

1 Mr/kr (B IepBbIA WA
BTOPOU JE€HBb JTUXOPATOYHOTO
AIIM30/1a)

Vanoni F, Theodoropoulou K, Hofer M. PFAPA syndrome: a review on treatment and outcome. Pediatr Rheumatol Online J. 2016 Jun 27;14(1):38.



Jleduenue PFAPA-cunapoma. ToH3WI103KTOMMUSA.

Jleuenue PFAPA-cHHAPOMA TOH3MJI03KTOMMHU CIIOPHO.

* ['apaBesuio M JIp. BBITOJHWI ITPOCIEKTUBHOE PAHIOMUA3UPOBAHHOE KOHTPOJIUPYEMOE
ucciaenopanue ¢ 39 narmenramu PFAPA; 19 nepeneciiv aileHOTOHCHMJIIKTOMHUIO U

20 moy4ynJIid MeIUKAMEHTO3HYI0 Tepanuio. Yepes mecTh MECSIEB II0CIIE ONEpAIluN
pa3pelieHre 3130108 Ha0aroganock B 12/19 cinyyasax (63%), u yepe3 18 Mecsiien
HaOJTFOICHUST HAOII0IaIM MMOJTHOE pa3pelIeHHE IIU30I0B B 3TOM IpyIine B TeueHue 1 roja.

* B 10 Bpems kak a uccinegoBanud Renko u ap, To/bKk0 1 manmeHT B KOHTPOJIbHOM
rpyIine noKa3aj CIIOHTAaHHOE pa3peIlICHUE.



