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OnpeAeAeHme

Ilepuoanueckas 60J1€3Hb (Wi apmancKas 601e3Hb, UIU HACIEOCMBEHHbLU CeMEUHbLU AMUIOUOO3
Oe3 Hesponamuu, Ul cpeouU3eMHOMOPCKASL CeMEUHAsl TUXOpaoKd, Opy2ue Ha36aHUs:
NApOKCUIMANbHBLUL CUHOPOM [{otcatinyass — Mozenmans, nepuooudeckuii nepumoHum, CUHOpOM
Peitimanna, 6oneznv Cueana — Mamy) — CpaBHUTEIBHO PEIKOE TEHETUYECKU 00YCIOBICHHOE
HACJIeICTBEHHOE 3a00JIeBaHUE, MPOSIBISIIOLIEECS JTUXOPAKOM, IEPUOTUYECKH

PEUIUBUAPYIOIIAM CEPO3UTOM M OTHOCUTEIIBPHO YaCThIM Pa3BUTHEM aMIJIOMI03a.




NcTopmyeckme CBEAEHUS

1629 r. Aubrey - TMCAA O CTPAAQHMM, MPOFBAIOLLLEECH O3HODOOM, TOLLIHOTOM,
PBOTOM, OBOAIMM B XXMBOTE.

1806 r. Heberden - onMcaA CXoXme CUMMTOMbI C MAAIPUEN

1908 r. Janeway, Mosenthal - onncaan “HeoBbl4HbIM NMAPOKCUM3MOAbHbIN
CUHAPOM”

1938 r. A.OraHecsH 1 B.ABAriaH - NnepBoe MOAHOE ONMMUCAHME NEPUOAMHECKOM

OOAE3HM B ADMEHUM

CemeliHas CpeIM3eMHOMOPCKAsl TUXOPaJKa y AeTel (IepruogrndecKas O0JIC3Hb): KIMHHYECKAE U TCHETUYCCKUE
acnekTsl. Metonpnueckoe nocooue / I AmapsH, T.CapkucsiH, A.AiipanersH. - Ep.: MeaunuHacknii KoMIuieke “Apadkup”
— MHCTUTYT 300pOBbA A€TEN U MOAPOCTKOB, 2012




MCTOpPMYECKMNE CBEAEHUS

1942 1. Wolf, Wolff - mpuBoasT qaHHBIEC O JIUTEIHHO TEKYITUX JTUXOPAJAKaX MCUXOTCHHOTO

I'CHEC3a

1945 1. Siegal - oxapakTepu3zoBai “q00pOKaYECTBEHHBIN MAPOKCU3MAIBHBIN IEPUTOHUT

1948 . Reimann - 00beIMHIIT IEPUOANYECKYIO JTUXOPAJAKY, 100pOKauYeCTBEHHBIN
NapOKCU3MaIbHBINA IEPUTOHUT, IEPEMEKAIOUTYIOCS apTPAITUI0, HIUKINIECKYIO HEUTPOIICHHUIO,
MHUACTCHHIO B MOHATHUE “‘TIepuogudeckas 00ie3Hp”

1952 . Mamou, Cattan - ycTaHOBWIN y OOJHHBIX IEPHOANICCKON OOJIE3HBIO HE(DPOTIATHIO THTIA

XPOHUYECKOTO HePpHTa, YKa3aIi Ha CEMEWHBIN XapaKTep 3a00JIeBaHUS

CemMeiiHasi cpeIn3eMHOMOPCKas TUXOpaaKa y aeTel (mepuoandeckas 00JIe3Hb): KITMHUYECKHE U TeHETHYECKHUE
acrekTel. Metonuueckoe nocobue / I.AmapsH, T.CapkucsH, A.Alipanerss. - Ep.: Meannuackuii komiuieke “ApaOkup”
— MHCTUTYT 310pOBbsI JETEH U MOAPOCTKOB, 2012




MCcTopMieCcKad CnpaBka

1961 r. Heller H. onucan KIMHUKY ayTOCOMHO-PEIIECCUBHOTO 3a00JICBaHUS C apTPUTAMH,
aMUJIOU030M TIOYEK, U BIIEPBbIE MPEIIIOKIIT TepMUH “‘CeMeitHas cpeau3eMHOMOpCKas
auxopajaka”

1972-74 rr. Goldfinger S. BriepBbIe COOOIINIT O TIOJOKHUTEIHLHOM JIEYCOHOM JICUCTBUHU
KonxuuuHa npu [1b

1986 1. Zemer et al. muTare60-KOHTPOJIUPYEMBIMHU UCCIEAOBAHUSIMH TOTBEP NN

3¢ PEKTUBHOCTH KOJIXUIIMHA

1992 r. M. Pras & E. Hevi jokanu3oBanu JOKyC reHa, OTBETCTBEHHOTO 3a pa3Butue [1b

1997 r. nByms He3zaBucuMbIMU KoHCOpunymamu: French FMF Consortium u International FMF

Consortium knonuposan red MEFV (MEediterranean FeVer)

B Poccuu Hauano uzydenus 1B cBa3ano ¢ umenamu akaa. E.M. TapeeBa u B.A. HaconoBoit (1959).

a soociaencteuu Takke O.M. Bunorpasiosoii (1966-1987).

CemMeliHas cpeIM3eMHOMOPCKAs JTUXOpaiKa y AeTel (TepuoandecKas O0JIC3Hb): KIMHHYECKAC U TCHETUICCKUE
acnekTbl. Metonuueckoe nocooue / I AmapsH, T.CapkucsH, A.AlipanersH. - Ep.: MeaunuHckuii KoMIuieke “Apadkup”
— MHCTUTYT 300pOBbA A€TEN U MOIPOCTKOB, 2012




SOTUOAOTUS

[Tpuunno¥i 3a00neBanus sBisieTcs myTanusi rena MEFV
(MEditerranean FeVer), 1okaan30BaHHOTO Ha KOPOTKOM Iuiede 16-i
napbl XpOMOCOM.

['eH nMeeT CIIOKHYIO CTPYKTYPY
Onucano He meHee 180 myTanuii

DEHOTUIINYECKUE IMPOABJICHUS 3aBUCAT OT CIICKTpa MYTaIII/Iﬁ H uXx
JJOKaJIN3allul B UMCIOIITUXCAA 10 sk30HaX

CemeliHasi CpeIM3eMHOMOPCKAsl TUXOPaKa y AeTel (Iepuogrndeckas 00JIe3Hb): KIMHHYECKAE U TCHETUYCCKUE
acnekTsl. Metopnueckoe nocooue / I AmapsiH, T.CapkucsiH, A.AiipanersH. - Ep.: MeaunuHckuii KOMIUIeKe “Apabkup”
— WHCTUTYT 300pOBbA A€TEN U MOAPOCTKOB, 2012




MyTaLMM reHa MEFV:

MUCCEHC: 3AMEHA HYKAEOTUAQ, COMPOBOXAQIOLLLOACH
30MEHOM OMMHOKMUCAOTBI B COCTABE BEAKQ;

HOHCEHC: 3aMEHA HYKAEOTUAQ, COMPOBOXAQKOLLLAACH
30MELLLEHNEM MHADOPMALMOHHO-3HAYMMOTO KOAOHA HA
CTOM-KOAOH

HEUTPAAbHbBIE MYTALIMU: 3OMEHA HYKAEOTMAQ, HE
COMPOBOXAQKOLLAACH UBMEHEHMEM CDEHOTUT

MHTPOHHbIE MYTALMM. 1 AYIAMKALME, 2 MHCEPLMM, 2 AEAELM

CemeliHas cpeIM3eMHOMOPCKAsS JTUXOPAJKa y AeTel (IIepuogrndecKas 00JIC3Hb): KIMHHYECKAE U TCHETUICCKUE
acnektel. Metopnueckoe nocooue / I AmapsH, T.CapkucsH, A.AilipanersH. - Ep.: MeaunuHckuii KoMIuieke “Apadkup”
— MHCTUTYT 300pOBbA AE€TEN U MOAPOCTKOB, 2012




HAOCAEACTBEHHOCTb

AYTOCOMHO-peL,eCCUBHbIN TUI: BapuaHmbi Hacsie0oeaHusi:

HOAMYME MYTALMM HO AYTOCOME (HE HO ® Hasiuque oOHOU Mymauyuu: NpocTble
MOAOBBIX XPOMOCOMAX X UAU Y) reTepo3unroTbl

HOCAEAOBOHME OT OBOMX POAUTEAEMN Hasnu4ue 08yx pasHbIx Mymauyuu:
OAMHOKOBAS 3O0OAEBAEMOCTb CPEAM KOMnayHA-reTepo3unroThl

XKEHLLMH 1 MY>KHYMH Harnudue 08yx oOUHaKo8bIX Mymauuu:
PUCK 3000AEBAHMS MOBLILLIEH MPU FOMO3UroThl

KPOBHOPOACTBEHHOM DPAKE MAM B

M3OANPOBAHHbBIX MOMYAALLAX

CemeiiHas cpeIM3eMHOMOPCKas IMXOpazKa y JeTel (mepuoandeckas 001e3Hb): KIMHUYECKAE U TeHETUIECKHE
acrekTel. Metonuueckoe nmocobdue / I. AmapsiH, T.Capkucss, A.Alpanerss. - Ep.: Meannuackuii koMIuieke “ApaOkup”
— MHCTHTYT 300pOBbA AETEN U MOAPOCTKOB, 2012




HAOCAEACTBEHHOCTb

300poBbI 300poBbIN
«HOCUTENbY: «HOCUTENbY:
oTel MaTb

3nopOBb||7|: 3 BornbHon:
OpPOBbIE KHOCUTENWY: LWAHChbI 1:
LaHckl 1:4 AL >: WaHcs! 1:2 LLlaHcel 1:4




[laToreHes

MEVF koampyet 6eA0K nmpuH ( (pyros — OroHb, AMXOPAAKQ — rPeY.) AU MAPEHOCTPMH
( mare nostrum — CpeaAmzemHOEe Mope —AQT.) )

MupuH:

CocTtomt 13 781 AMMHOKMUCAOTHI

DKCMPECCUPYETCH B KAETKAX MUEAOUAHOTO PIAC

ABASETCH CMELMPUYECKMM MEAMATOPOM BOCMAAEHMS

YYOCTBYET B PETNYAALIMU TPEX KAETOYHbIX MPOLLECCOB: AMNOMNTO3, CUTHAABHOM
CUCTEMbI LMTOCKEAETA, KOHTPOAMPYIOLLLEM DHAOTEHHOE BOCMAAEHME, U

cekpeumen UMTOKMHOB.

CemeliHas CpeIM3eMHOMOPCKAsl TUXOPaJKa y AeTel (IepruogrndecKas O0JIC3Hb): KIMHHYECKAE U TCHETUYCCKUE
acnekTsl. Metonpnueckoe nocooue / I AmapsH, T.CapkucsiH, A.AiipanersH. - Ep.: MeaunuHacknii KoMIuieke “Apadkup”
— MHCTUTYT 300pOBbA A€TEN U MOAPOCTKOB, 2012




4 )

«CekeecmpayuoOHHasi»
aunome3a - MymaHmMHbIU
nupuH He cnocobeH
OKa3bleamb rnodaesisiroujee
eJsiusiHue Ha kacna3sy 1
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[laToreHes

Mymauusi MEFV

 §

lunomesa «nupuHoesoli
UHgbrraMmMacomMbl» - MUPUH
Mo0o6HO KpUONUPUHY
crnocobeH y4acmeoeamsb 8
¢ghopmuposaHuu
UHIaMMacoMbl

\_

J

Familial Mediterranean fever (a periodic disease): The present-day view of the problem E.S.
Fedorov, S.O. Salugina, N.N. Kuzmina Research Institute of Rheumatology, Russian Academy of
Medical Sciences, Moscow
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SOMMAEMMOAOTUG

3aboaeBaHmnem cTpaaatotr 6oaee 100 TbiC. MALUMEHTOB
3a60AEBAHME BCTPEYAETCS MPEMMYLLLECTBEHHO B OMPEAEAEHHbIX STHUYECKMX
rPYyNnNax, HACEAFIOLLMX CTPOHbI CPEAMIEMHOMOPCKOro 6accemnHa.

AmHu4eckas spynna MakcumanbHas Hacmoma Hocumenbcmea
pacnpocmpaHeHHOCMb 2eHa MEFV

Cedapapl 1:250 1:5- 1:8
AuKeHasbl 1:73000 1:135
ApmsiHe 1:100 1:4-5
Typku 1:395 1:7

Apabbl 1:100 1:5

CemMeitHast cpeM3eMHOMOPCKast IMXOpaJKa y Aereil (meproandeckas 00Ie3Hb): KIMHAYECKUE U TCHETHYSCKUE aCIICKTHI.
Meroamaeckoe niocodue / I Amapsa, T.Capkucsa, A.AjiparnetsH. - Ep.: Meaumuacknit koMIureke “Apadkup” — MHCTHTYT
3/I0pOBbS JETEH U MOIPOCTKOB, 2012




SMMAEMMOAOTUS

B UMI PA c 1997 1. no 2012 r. ©bIAO UCCAEAOBAHO Boaee 20000 NauUMEHTOB C

[Neproanieckom BOAE3HbLIO

Y MY>XUYMH M KEHLLIMH 3000AEBAHME BCTPEYAETCS C OAMHOKOBOM YHOCTOTOM

YacToTa 6€CCMMNTOMHOrO HOCUTEALCTBA MVTCILI.ME B AQMeHMM COCTABASIET B

cpeAHeM 1:4

CemMeitHast cpeM3eMHOMOPCKast IMXOpaJKa y Aereil (meproandeckas 00Ie3Hb): KIMHAYECKUE U TCHETHYSCKUE aCIICKTHI.
Meroamaeckoe niocodue / I Amapsa, T.Capkucsa, A.AjiparnetsH. - Ep.: Meaumuacknit koMIureke “Apadkup” — MHCTHTYT
3/I0pOBbS JETEH U MOIPOCTKOB, 2012




Bo3pacT HOYOAQ 3000AEBAHMS

BospacT 60nbHbIX YacTtoTta gebtota

Ao 10 50%

10-20 29%

20-30 14%

30-40 3-5%

41 v cTtapLie 1%

PanHee Hauyajo nepnoguqea«oﬁ 00J1€3HM CONMPOBOKIAACTCSH 0o0J1ee TSKeJIbIM U
HEPEIKO ATUINMNIHBIM TCICHUEM 3200J1eBAHNSA

CemMeiiHas cpeTu3eMHOMOpPCKas TUXOpauKa y AeTei (mepruoanveckas 00Ie3Hb): KIMHHYECKHUE U TeHETHYECKHE aCTICKTHI.
Meromgmaeckoe nocobue / I. Amapsn, T.Capkucsn, A.Afipanerss. - Ep.: Menunuackuii koMrureke “Apadkup” — UHCTUTYT

3/10pOBbSI JIeTel 1 MOAPOCTKOB, 2012




OCHOBHbIE KAMHUYECKME CUHAPDOMBI

Jluxopadka

@l

AboomuHanausi Topakanauu
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AMXOPAAKO

MOCTOAHHBIM CUHAPOM

HaCTO COMPOBOXAQETCA O3HOOOM
AANTEABHOCTb, KOK MPABMAO, 12-24 4
Temnepatypa 38 - 40 C

BO3MOXHO COXpaHeHne cybdoebpmAMTETA MOCAE NPUCTYMOB

CemeliHas cpeIn3eMHOMOpPCKas TUXOpajaKa y aeTei (mepruoandeckast 001€3Hb): KIMHUYECKHUE U TeHETHUECKHUE aCIIeKThI.
Mertomuueckoe mocooue / I.Amapsn, T.CapkucsH, A.AlipanetsH. - Ep.: MeaunuHckuil kKoMInieke “Apadkup” — MHCTHTYT

30POBbS JIeTeH U MOAPOCTKOB, 2012.
[Tepromuueckas 6oe3nb. MoHorpadwus. / O.M. Bunorpamosa/ 1973




ooty RACMIMHQANLKA, (RPARBKUBQTIG I

80,4 -91%)

MopdooAormyeckas OCHOBA - ACENTUYECKMM MEPUTOHUT

TUAMYHAR KAPTMHA OCTPOrO >XXMBOTA

[MoeMMyLLLECTBEHHAS AOKOAM3ALIMS - MPABOE NOAPEDEPLE, MPABAS
MOAB3AOLLHAY OOAQCTb, 3MUFACTPMM

ConpoBOXAQETCH AMCNENTUHECKMM CUHAPOMOM

[MPOAOAXKMUTEABHOCTL | - 3 CYTOK

BcTpeyaeTtcs KakK M30OAMPOBAHHO ( 59%), TOK M B COYETAHMM C APYTUMM

CemMeiiHas cpeM3eMHOMOpPCKas TUXOpaaKa y AeTel (Teproamdeckast 00e3Hb): KIMHUYECKUE U TCHETHYCCKIE aCTICKTE
Metonnueckoe nmocodue / I.AmapsH, T.CapkucsiH, A.AlipaneTsH. - Ep.: MeaunuHckuit komreke “Apadkup” — MHCTH
3JI0pOBbsI IETeH U MOAPOCTKOB, 2012.

[Mepromuyueckas 6one3nb. MoHorpadwus. / O.M. Bunorpagosa/ 1973

MO OABAEHUNAMM




AOKAAMIALLMA ODOAEM B XKMBOTE

O6nacTb nokanusaumm YactoTta (%)
MpaBoe nogpebepbe 38
JleBoe nopoebepbe 5

BepxHsasa nonoBuHa xmBoTa 7
HwxXHs9a nonoBmHa XXnBoTa 8
MpaBasa noge3golwHas obnactb
JleBasi nogB3goLHasa obnactb

[MpaBasa nonoBuHa XMBOTa

5
7
JleBasi nonoBnHa xunBoTta 2
9

MynoyHas obnacTtb
anuractpanbHasa obnacTtb 25

Becb xuBoT 16

[epnopmaeckas 6one3nb. Mororpadus. / O.M. Bunorpagosa/ 1973




TOPAKAATMS

YacTtorta BcTtpevyaemoctm - 30%

MopdDOAOrMYECKA OCHOBA- ACEMNTUYECKMM NAEBPUT M/UAU NEPUKAPAUT
AMAPADY3HbIM, OAHOCTOPOHHMIN MAKM ABYCTOPOHHUU XAPAKTEP
[MTOOAOAXKUTEABHOCTb AO 3 -4 AHEM

Npopaanaums - B CRMHY, LLUEIO

B peakmx cayqasax (1%) AMArHOCTUPRYIOTCH ATEAEKTA3bI, MHOOUABTPATHI,

SAEMEHTbI BPOHXMAABHOM OOCTRYKLMM

CemeliHas cpeIn3eMHOMOpPCKas TUXOpajaKa y aeTei (mepruoandeckast 001€3Hb): KIMHUYECKHUE U TeHETHUECKHUE aCIIeKThI.
Mertomuueckoe mocooue / I.Amapsn, T.CapkucsH, A.AlipanetsH. - Ep.: MeaunuHckuil kKoMInieke “Apadkup” — MHCTHTYT
30POBbS JIeTeH U MOAPOCTKOB, 2012.

[Tepromuueckas 6oe3nb. MoHorpadwus. / O.M. Bunorpamosa/ 1973




CyCTABHOM CUHAPOM

YacTota nopaxkeHms cyctaros ot 30 - 80 %

[MTOOAOAXKUTEABHOCTL 4 - 7 AHEM

[P OABAIETCH OCTPbIMM PELIMAMBUPRYIOLLIMMM ARTPUTAMM
MopdoAOrM4eCKas OCHOBA - ACENTUYECKMIA CUHOBUT

TUAMYHO MOHOQPTUKYASPHOE (OAHO rPYMNNA CYCTABOB) MOPAXKEHME
YalLe BCero mopaXxatoTCd KOAEHHbIE CYCTABbI

HaCTO MPOSBAIETCS OAHOBPEMEHHO C PA3BUTUEM AMXOPAAKM

e PeAKO pPa3BMBAOTCH XPOHUYECKME AECTPYKTUBHbBIE APTPMTI

CemeliHas cpeTM3eMHOMOPCKAs IMXOpaaKa y JeTei (mepruoandeckast 001e3Hb): KITMHHYECKHUE U TCHETHYECKHUE aCIIeKTHI.
Meroamaeckoe nocobue / I. Amapsa, T.CapkucsH, A.Afipanerss. - Ep.: MenunuHckuid KoMInieke “Apadkup” — UHCTUTYT
370POBBsI AeTeil U moapocTkoB, 2012. INepuoandeckas 6o1e3ub. Monorpadus. / O.M. Bunorpagosa/ 1973




Apyrme nposaBAeHms 3000AEBAHMS

Aypa (38-50%) KoxHbie rpossneHus ( MbiLweyHble posieneHus

35%)

[NopaxkeHue HepsHOU cucmemabl
(30%)




KO>XHblE MPOABAEHMS

PoxenogobHasi aputema CbInNb NO TUNY remopparn4yeckon nypnypsol Poseones3Has cblinb




Apyrme nposBAeHms 3000AEBAHMS

[enamomezarnus u crineHomezarnus (25 — 30

VR

[NopaxxeHue CCC %)

[NopaxxeHue MIIC
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ACCOLUMNPOBAHHBLIE M COMYTCTBYIOLLIME
3000AEBAHMS

ACCOLMMPOBAHHbLIE C [1b BOCKYAUTHI:

e [emopparnMyeckmm BOCKYAUT LLleHaenHa - TeHoxa ( 2,6 - 5%)
e boaesHb bexyeta ( 4%)

e Y3eAKkoBbiM moamaptepmmr ( 0,8 - 1%)

CemeliHas cpeIn3eMHOMOpPCKas TUXOpajaKa y aeTei (mepruoandeckast 001€3Hb): KIMHUYECKHUE U TeHETHUECKHUE aCIIeKThI.
Mertomuueckoe mocooue / I.Amapsn, T.CapkucsH, A.AlipanetsH. - Ep.: MeaunuHckuil kKoMInieke “Apadkup” — MHCTHTYT
30POBbS JIeTeH U MOAPOCTKOB, 2012.




ACCOLUMMPOBAHHBLIE M COMYTCTBYIOLLIME

3000AEBAHUS

COonyTCTBYIOLLIME MMMYHOBOCIAAMUTEABHbBIE 30OOAEBAHMS:

boAesHb KpoHa, Hecneumdomyeckmm 93BEHHbIM KOAUT

KOBEHUABHbIM PEBMATOMAHBIM APTPUT

HeaMUAOUAHBIE NOPAXKEHMA NMOYEK

CemeliHas cpeIn3eMHOMOpPCKas TUXOpajaKa y aeTei (mepruoandeckast 001€3Hb): KIMHUYECKHUE U TeHETHUECKHUE aCIIeKThI.
Mertomuueckoe mocooue / I.Amapsn, T.CapkucsH, A.AlipanetsH. - Ep.: MeaunuHckuil kKoMInieke “Apadkup” — MHCTHTYT
30POBbS JIeTeH U MOAPOCTKOB, 2012.




OCAOXKHEHMS

N

A MuUuJio ua Cnaey4Has 6051e3Hb
03




AMUAOUNAO3

HOCUT CUCTEMHbBIM XAPAKTER
[TpEenMYLLLECTBEHHO MOPAXKAIOTCSA MOYKU
He aBAgeTcd 0093aTEAbHbIM KOMMOHEHTOM [1b

XAPAKTEPUMIYETCH CUHTE3OM AMUMAOMAQ AA TMMNA

MOXET NPOoTEKATE BECCUMMMNTOMHO M ObITb EAMHCTBEHHBIM MPOSBAEHMEM

OOAE3HU

CoyeTaHme mytaumm reHos MEFV 11 SAAT 9BAdEeTCS dDAKTOPOM PUCKA

P38kt it Mddod N @ phka y netei (mepuosmueckas 601€3Hb): KIMHUYECKUE M TEHETHYECKUE ACTIEKTHL.

Mertomuueckoe mocooue / I.Amapsn, T.CapkucsH, A.AlipanetsH. - Ep.: MeaunmuHCcKuil KoMInieke “Apadbkup” — MHCTHTYT
3I0POBbS JIeTeH U MOAPOCTKOB, 2012.




AMUAOMAO3

B OCHOBHOM MOYBASETCS MPU OTCYTCTBMM A€4YeHMI AO 40 AeT
MAKCHMMAABHAS HOCTOTA PA3BUTUI COCTABASET 75%

AO MOSBAEHMSI TEPAMMM Y MALLMEHTOB B BO3PACTE AO 15 AeT B
OMMAOMAO3 PA3BMBAACH B 16,2% CAy4QEB

[ToCAE BHEAPEHUS KOAXMUMHA B A€4eDHYI0 cxemy € 2003 Ao 2012
roana B PALL 1B BCTPEYAAUCH AULLIb EAMHUYHBIE CAY4OM OMMAOMAO3Q

CemeliHas cpeIn3eMHOMOpPCKas TUXOpajaKa y aeTei (mepruoandeckast 001€3Hb): KIMHUYECKHUE U TeHETHUECKHUE aCIIeKThI.
Mertomuueckoe mocooue / I.Amapsn, T.CapkucsH, A.AlipanetsH. - Ep.: MeaunuHckuil kKoMInieke “Apadkup” — MHCTHTYT
30POBbS JIeTeH U MOAPOCTKOB, 2012.




CTAAMM MOYEYHOTO MOPAXKEHMS
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CnaeyHag DoAEe3Hb

PA3BMBAETCY KOK B PE3YALTATE ACENTUYECKOTO NEPUTOHUTA, TOK M ONEPATUBHBIX
BMELLIATEALCTB

B 3% cAy4aeB crnaeyHas OOAE3Hb OCAOXKHAETCH MEXAHMYECKOM KMLLIEYHOM
HEMPOXOAMMOCTbHIO

XapakrepmsyeTcs NepuoAaMm adoebpPUAbHBIX ADAOMMHAAbHBIX BOAEM C

30AEPXKOM FA30B M B3AYTUEM XKXMBOTA

CemeliHas cpeIn3eMHOMOpPCKas TUXOpajaKa y aeTei (mepruoandeckast 001€3Hb): KIMHUYECKHUE U TeHETHUECKHUE aCIIeKThI.
Mertomuueckoe mocooue / I.Amapsn, T.CapkucsH, A.AlipanetsH. - Ep.: MeaunuHckuil kKoMInieke “Apadkup” — MHCTHTYT
30POBbS JIeTeH U MOAPOCTKOB, 2012.




AMATHOCTUKA

[lnarHocTyeckne Kputepum no PesynLTars
reHetTn4eckoro

Tel- Hashomer (1997-2000) nccrenoBaHms




AMArHocTtn4yeckme Kpmrepmm no Tel-
Hashomer (1997- 2000)

boAbLLKME KpUTEPUM:

TUMUYHBIE MOBTOPHbIE MPUCTYMbl AMXOPAAKM C CEPO3UTOM ( = 3 NpmcTtynos, =38 C

Temneparypa, 12-72 4.)
NEePUTOHUT

NAEBPUT U/MAN NEPUKAPAUT
apTpUT

M3OAMPOBAHHAOA AMXOPAAKA

Familial Mediterranean fever (a periodic disease): The present-day view of the problem E.S.

Fedorov, S.O. Salugina, N.N. Kuzmina Research Institute of Rheumatology, Russian Academy of
Medical Sciences, Moscow




ANATHOCTUYECKME KpUTEPMM MO Tel-
Hashomer

Maable Kputepum:

HenoAHble NPUCTYMbI
2. 1< 38C
b.  MPUCTYNbl AAUTEABHOCTBIO 6-12 HOCOB MAM 3-7 AHEMN,
c. OTCyTCTBME CUMMMTOMOB MEPUTOHUTA BO BPEMSA ABAOMMHAABHBIX MPUCTYMOB
d.  AOKAAM3OBAHHAOSN ADAOMMHAABHOS DOAb
e.  APTPUTbI APYTMX CYCTOBOB

BOAU HAMPAXKEHMI B HUXKHUX KOHEYHOCTAX

BAOFOI'IDI/IFITHbIl;I OTBET HA TEPANMUNIO KOAXMLLIMHOB

Familial Mediterranean fever (a periodic disease): The present-day view of the problem E.S.
Fedorov, S.O. Salugina, N.N. Kuzmina Research Institute of Rheumatology, Russian Academy of
Medical Sciences, Moscow




ANATHOCTHUYECKME KpUTEPMM MO Tel-
Hashomer

BcnomoraTteAbHble KpHUtepmm:

CemenHbit aHamHes no b
CoortsetcTBytoLLee 1B 3THMYECKOE NPOUCXOXKAEHME
Bo3pacT Ha4aAa 3a60AeBAHUS AO 20 AeT

OcobeHHOCTH NMPUCTYMNOB:

OCTPbIE NPUCTYMbI, TPEOYIOLLLME HOXOXAEHMS B MOCTEAMU

CMOHTAHHbIE PEMUCCUM

BECCHMMMNTOMHbBIE MHTEPBAADI

TPOH3UTOPHbINM BOCNAAMTEAbHbBIM OTBET

ANU30AMHECKAS NPOTENHYPU/TEMATYPUS

HEMPOAYKTMBHAA AQNAPOTOMMSA MAU YAQAEHME HOPMAABHOTO “OeAoro”
anneHArKCa

KIPOBHOPOACTBEHHbIM BPAK POAUTEAEM
Familial Mediterranean fever (a periodic disease): The present-day view of the problem E.S.
Fedorov, S.O. Salugina, N.N. Kuzmina Research Institute of Rheumatology, Russian Academy of
Medical Sciences, Moscow




ANATHOCTMYECKME KpUTEPUM Mo Tel-
Hashomer

KAMHUYECKMM AMATHO3 NEepMoAMHeCckas OOAE3Hb CTABUTCY HO OCHOBAHMM:
> 1 OOAbLLIOM KPUTEPUM, UAM

> 2 MOAbIX KOUTEPUEB, UAM

1 MOABIM MAKOC 2 4 13 5 NEPBbIX BCIOMOTATEAbHbIX KPUTEPUEB, MAM

1 MOABI KPUTEPUM MAIOC = 5 AODbIX BCTTOMOTATEABHBIX KOUTEPUEB

Familial Mediterranean fever (a periodic disease): The present-day view of the problem E.S.
Fedorov, S.O. Salugina, N.N. Kuzmina Research Institute of Rheumatology, Russian Academy of
Medical Sciences, Moscow




[eHeTnyeckass AMArHOCTMKA

OCHOBOHQO HO MOAEKYASPHO - FTEHETUHECKOM TECTUPOBAHMK MYTALLMU FrEHA
MEFV

MNOAOXMUTEAbHbIN TEHETUYECKMIM AMATHO3 TPEBYET HAAMYMA QAHOM MYTQLIMM B

[OMO3UTOTHOM UAU ABYX MYTALIMM B KOMOQYHA-TETELOIMIOTHOM COCTOSHUSIX.

OTpl/ILLOTe/\beI;l PE3YALTAT rEHETNHECKOIO MCCAEAOBAHMM HE NCKAIKOHAET

AMarHo3 b

OTCYyTCTBMNE N\YTOLI.I/II;I Y 3HOYNTEABHOTO YNCAQ OOAbHbIX C MOAOXMUTEAbHbBIAM

ADEHOTUNOM 1B AMKTYET HEOBXOAMMOCTb PACCMOTPEHMUS TMMNOTE3bI M O

BO3MO>XHOM BTOPOM, MOKA ELLLE HE BbISBAEHHOM reHe l1b.

CemMeifHas cpe3eMHOMOpPCKas INXOpaKa y AeTel (mepuoamdeckast 00Ie3Hb): KIMHUYECKHE U TCHETHYECKUE aCTIEKTHI.
Meroanueckoe nocodue / I Amapsa, T.Capkucsa, A.AfipanetsH. - Ep.: Meaumuacknit koMiureke “Apadkup” — MHCTHTYT
3JIOPOBBA JETEH U MOIPOCTKOB, 2012.




[eHeTn4eCcKAqa AMArHOCTUKA

[loKNMHUYEeCKU gmnarHos eHeTnyecknn guarHo3 OkoH4aTernbHbIN AnarHo3

b nogo3peBaeTcs Nb
=, == MNB nogospesaetcs

He b +/+ [loknnHunyeckas ctagus
(oTCyTCTBUE KNUHWUKW) +/- Hocutenb

-/- 300poBbIi

CeMmeliHas cpeAn3eMHOMOpCKas JIMXOpaKa y AeTer (meproaudeckast 00Je3Hb): KIMHHYECKHE U TeHETHUSCKHE ACIIEKTHI.
Mertoangeckoe nocobue / I Amapsia, T.Capkucsa, A.AjipanetsH. - Ep.: Meaunuackuii koMmiuieke “Apabkup” — MHCTHTYT
310pPOBbs IET€H U MOAPOCTKOB, 2012.




AQOOPATOPHAA M MHCTPYMEHTAABHAOS
AMATHOCTMKAO

AEMKOLMTO3 C HEMTPOOMAE3OM B COYETAHMM C MOBbILLIEHHBIMM MOKA3ATEAIMM
OCTPOOa3HOro socnaaeHms: CO3, CPb, SAA - npoTtenH

HQ PEHTTEHOIPAOMME AETKMX — YTOALLLEHME MAEBPLI, BO3MOXEH HE3ZHAYUTEAbHbIN
BbIMNOT B MAEBPAABHOM MOAOCTMU

HA 2OXO-KI — YTOALLLEHME NEPUKAPAQT, PEAKO — HOAMYME NEPUKAPANAABHOTO
BbINOTA.

AAF KOHTPOAS CYOKAMHMYECKOTO BOCMNOAEHUS Y AETEM HOMDOAEE
YYBCTBUTEAbHbIM KpUTEPKMIM — SAA-MPOTEMH B KPOBM (MO cpaBHeHMo ¢ CO3, CPI1,
PUOPUHOTEHOM)

TPAH3UTOPHAS MAM NEPCUCTUPYIOLLLAS MPOTEUHYPMS, BbISBAEHHOS B TEYEHME
OOAE3HU, YKA3bIBAET HO MPUCOEANHEHNE AMUAOMAO3A

CemeliHas cpeIn3eMHOMOpPCKas TUXOpajaKa y aeTei (mepruoandeckast 001€3Hb): KIMHUYECKHUE U TeHETHUECKHUE aCIIeKThI.
Mertomuueckoe mocooue / I.Amapsn, T.CapkucsH, A.AlipanetsH. - Ep.: MeaunuHckuil kKoMInieke “Apadkup” — MHCTHTYT
30POBbS JIeTeH U MOAPOCTKOB, 2012.




AMOPEPEHLMAABHAI AMATHOCTMKAO

[Pynna ayTOBOCNAAUTEAbHbIX 3A00AEBAHMIM C TMNOM HAOCAEAOBAHMS MO 30KOHY
MeHAeAq:
e HACAEACTBEHHbIE MEPUOAMHECKME AMXOPAAKM
PAPA cuHAPOM ([MTMOreHHbI QpTpUT, MMOAEPMA, OKHE)
Majeed crHApOM
Ghosal cuHapom
Blau cvHApOM

DIRA cuHapom (Aedonumr IL1R aHTAroHMCTA)

CemeliHas cpeIn3eMHOMOpPCKas TUXOpajaKa y aeTei (mepruoandeckast 001€3Hb): KIMHUYECKHUE U TeHETHUECKHUE aCIIeKThI.
Mertomuueckoe mocooue / I.Amapsn, T.CapkucsH, A.AlipanetsH. - Ep.: MeaunuHckuil kKoMInieke “Apadkup” — MHCTHTYT
30POBbS JIeTeH U MOAPOCTKOB, 2012.




AMOPEPEHLMAABHAI AMATHOCTMKAO

[Pynna ayToBOCMAAMTEAbHbIX 3AOO0OAEBAHUMN C MYABTUADAKTOPMAABHBIM TUMOM
HOCAEAOBOHMUA:

boAe3Hb KpoHa

IOUNA C CUCTEMHBIM HOYOAOM

boae3Hb CTMAAQ

boAe3Hb bexyeta

Schnitzler cuHapom

[Noaarpa

CemMeiiHas cpequ3eMHOMOPCKas TUXopaika y AeTei (mepuonnieckas 00Ie3Hb): KIMHUYECKHUE U TeHETUUECKUE aCTIeKTHI.
Metomnueckoe mocodue / I.AmapsH, T.CapkucsH, A.AlipanetsH. - Ep.: MeaunuHCcKui KoMImieke “Apadbkup” — MHCTHTYT
3I0POBbsI IETEH U MOIPOCTKOB, 2012.




AMOPEPEHLMAABHAI AMATHOCTMKAO

HacAaeACTBEHHbIE Meproamieckme amxopaakm (Hereditary Periodic Fever Syndromes)

[eproanyieckas BoAe3Hb A CeEMENHAT CPEAMZEMHOMOPCKAS AMXOPAAKA
(FMF)

MMnep-lgD ¢ CUHAPOMOM MEPUOAMIECKOM AMXOPAAKKM (HIDS)

CUHAPOM MEPUOANYECKOU AMXOPAAKU, ACCOLLMMPOBAHHbIM C JOAKTOPOM
Hekpo3a onyxoan PHO (TRAPS) KpMOMMPUH-OQCCOUMMPOBAHHBIE CUHAPOMGBI
(CAPS):

CeMenHbIM XOAOAOBOM AYTOBOCMAAUTEAbHbIM CUHAPOM (FCAS)
Muckle-Wells cuHApom (MWS)

XPOHMUYECKMMN MHADAHTUABHbBIM HEBPOAOTMYECKMM, KOXHbIM M CYCTOBHOM

CUHAPOM ( CINC A) CemMeliHas cpeTM3eMHOMOPCKAs JIMXOpaaKa y JaeTel (mepruoanieckas 001e3Hb): KIMHHYSCKAE U TCHETHIECKHE
Meronuueckoe nmocobue / I Amapsn, T.CapkucsH, A.AlipanersH. - Ep.: Menunnackuii komruieke “Apadkup”

NLRP12- accoummpomemmprscborersmrfNORP 12AD)




AMOPEPEHLMAABHAI AMATHOCTMKAO

BKkAIOYQET TAKXKE 30OO0AEBAHMS, MPOTEKAOLLME C:

QAOAOMMHAABHBIMU BOAIMU U KAMHUKOM “OCTPOrO XMBOTA" (MEXAHMYECKAS
TOHKOKMLLIEYHA HEMPOXOAMMOCTb, ANMEHAMUMT, MEIAAEHUT,MOYEYHAS KOAMKA,
MUEAOHEDPUT, AAHEKCUT, MAHKPEATUT, XOAELLUCTUT, AMBEPRTUKYAUT U AP.);
TOPAKAAbHbIMM BOAIMMU (TYDEPKYAES, TOAA, MAEBPUTLI, MTHEBMOTOPAKC );
APTPUTAMM (OCTEOAPTPO3 KOAEHHbIX CYCTABOB, CEPOHENATUBHbLIE APTPMUTHI,
IOBEHUAbHbIM PEBMATOMAHbBIM APTPUT, PEBMATUYECKAN AMXOPAAKA, CEMNTUYECKME
APTPMUTbI, BOCKYAUTLI U AP.);

rAOMepYyAoHePPUTLI, TNH

AMXOPAAKA MPU MHAOEKLMOHHbIX 3000AEBAHMAX ( BUY - MHJoekLMs, TYDEpPKYAES,

MOAIPUS, 6pYL|.e A /\63) CewmeiiHas cpeiM3eMHOMOPCKasl JINX0OpaKa y AeTei (nePnoaneCKasI 00Je3HB): IIMHHECKHE H TeHeTHHeCH
Metomnueckoe mocobdue / I.AmapsiH, T.CapkucsH, A.AlipanetsH. - Ep.: MeaunuHCKU# KOMITIEKC “Apadku




AevyeHune

LleAan tepanmm [Neproam4eCcKkom DOAEIHM:

® AOCTMXEHME PEMMUCCUM
® NPOMUACKTUKA PA3BUTUS OCAOXKHEHMM

® KYNMUPOBAHME MPUCTYMOB

CemeliHas cpeIn3eMHOMOpPCKas TUXopajaKa y JaeTei (mepruoandeckast 001€3Hb): KITMHUYECKHUE U TeHETHUECKHUE aCIIeKThI.
Mertomuaeckoe mocooue / I.Amapsn, T.CapkucsH, A.AlipanetsH. - Ep.: MeaunmuHCKril KoMInieke “Apadkup” — MHCTHTYT
3I0POBbS JIeTeH U MOAPOCTKOB, 2012.

Familial Mediterranean fever (a periodic disease): The present-day view of the problem E.S. Fedorov, S.O. Salugina, N.N.
Kuzmina Research Institute of Rheumatology, Russian Academy of Medical Sciences, Moscow




AevyeHme

OCHOBHbIM NPENAPATOM MNATOrEHETUYECKOM TEPAMMUM MEPUOAMYECKON BOAEIHM
aBAgeTCd KOAXULLUH.

MeXaHM3IMbl AENCTBUS:

B3OMAMOAEMNCTBUE C BHYTPUKAETOYHBIMM MUKPOTYOYACQMM, CBS3bIBAHMM [3-
TYOYAMHQA B KOMMAEKCHI

HOPYLLEHUE MUTO3A, MHTMOMPOBAHME YHACTUS MUKPOTYOYA

NPEAYNPEXAEHME AKTUBALIMM HEUTPOTOMAOB

CHUXEHME IKCMPECCHU AATE3UPOBAHHbBIX MOAEKYA HO MOBEPXHOCTM MEMOPAH
HEWNTPOJOMAOB M SHAOTEAMAABHBIX KAETOK, YTO MPENATCTBYET TPAHCMOPTY MNPAHYA
BHYTPM KAETOK M CEKPELMM MEAMATOPOB

TOPMOXEHME AKTMBHOCTU AEPUMBATOB CYNEPOKCHAQ

MHFM6MQOBGHMG TPAHCNOPTA KOAAAreHa BO BHEKAETOYHOEe NPOCTPAHCTBO

CemeiiHas cpeAn3eMHOMOpCKas JINXOpaJKka y AeTel (meproandeckas 00Ie3Hb): KIMHAIECKHE U TeHETHYSCKHE aCTIEKTHI.
Metoauueckoe nocobue / I. Amaps, T.Capkucss, A.Alpanerss. - Ep.: MeguuuHckuit KoMIuieke “Apadkup” — UHCTUTYT
3I0POBBS IETEH U MOAPOCTKOB, 2012.




[ToOOYHbIE 2D EKTbI KOAXMUMHAO

BpemeHHasd aaoneLms

Amncnencums ( TOWHOTA, PBOTA, AMAPES)

Mueaocynpeccus ( AeUMKONEHUs, ArPAHYAOLLMTO3, ANAACTUYECKAS AHEMMS,
TPOMBOLUTOMNEHMS)

[MOBbILLIEHME NEYEHOYHbIX DEPMEHTOB

Aenpeccus

MuonaTtimg

[epudoepmyeckme HEBPUTLI

AAAEPTMYECKME PEAKLLUM

CemeiiHas cpeAn3eMHOMOPCKas JINXOpaaka y AeTel (meproandeckas 00JIe3Hb): KITMHAIECKHE U TeHETHYECKHE aCIIeKTHI.
Mertoauueckoe nocobue / I. Amapsn, T.Capkucss, A.Alpanerss. - Ep.: MequuuHckuit KoMIuieke “Apadbkup” — MHCTUTYT
3I0POBBS IETEH U MOIPOCTKOB, 2012.




CxemMa HAa3Ha4YeHUI KOAXMLMHAO

AN AETEN:

e A0S AeT-0,5mr/cyT
e 5-10aeT -1 Mr/cyT

AAS B3POCAbBIX:
e 1,5-2mr/cyr

MAKCHUMOABHQAS CYTOYHAR AO3A - 3 MI/CYT

Familial Mediterranean fever (a periodic disease): The present-day view of the problem E.S.
Fedorov, S.O. Salugina, N.N. Kuzmina Research Institute of Rheumatology, Russian Academy of
Medical Sciences, Moscow




2JPEKTUBHOCTb TEPAMUM
KOAXMLUMHOM

AAUTEABHbBIM MPUEM KOAXMUMHA Npu 16 cnocobCTByET MOAHOU PEMUCCUM Y

60-75% nAUMEHTOB

Y 30% naumMeHTOB AOCTUIAETCH HEMOAHAS PEMMCCUS

Y 5% OOAbHbIX HODAIOAQETCH PEINCTEHTHOCTb

B 6GOALLUMHCTBE CAYHAEB KOAXMLLMH NPEAOTBPALLAET PA3BUTUE CUCTEMHOIO

AMHUAOUAO3QA

Y okoAO 30% M694V- rOMO3UTOT PA3BMBAETCH OMMAOMAOS3.

CemeiiHas cpeAn3eMHOMOpCKas JINXOpaJKka y AeTel (meproandeckas 00Ie3Hb): KIMHAIECKHE U TeHETHYSCKHE aCTIEKTHI.
Metoauueckoe nocobue / I. Amaps, T.Capkucss, A.Alpanerss. - Ep.: MeguuuHckuit KoMIuieke “Apadkup” — UHCTUTYT
3I0POBBS IETEH U MOAPOCTKOB, 2012.




COBPEMEHHbLIM MOAXOA K TEPAMMM

OCHOBA - UCMOAb30BAHUE FTEHHOMHXXEHEPHbIX BUOAOTMHECKMX NPENAPATOB:
NHPpAMKCMMAOD (Pemimkena®) — MOHOKAOHAABHbIE AT K PHO — 3-5 mr/kr; (30000
pybAen)

S1aHepuent (QHOpeA®) — pacTBopmmble peuenTopbl K PHO — 25 mr— 2 pasa B
HeaeAto; (50 000 pybaer B mecsiLl)

AHOKMHPA — 6AokaTop UA-1B (peEKOMBUHAHTHbBIE PACTBOPUMbIE AHTATOHUCTBI

peuentopos K MA-1B) — 1-2 mr/kr exxeaHeBHO, n/k ( 1400 $ )

KaHaknHymab (Maapuc)- MAB kK MA-1PB — 150-300 mr/4 Heaeam ( ~500 000p)

CemeliHas cpein3eMHOMOpCKas TUXopaaka y JaeTei (mepruonnveckas 001e3Hb): KITMHUYECKHUE U TeHETHUECKHUE aCTIeKThI.
Metonndeckoe mocodue / I.AmapsH, T.CapkucsH, A.AlipaneTsH. - Ep.: MeaunuHckni Komimieke “Apabdkup’” — MHCTUTYT
30POBbA JIeTel 1 MOAPOCTKOB, 2012.

Familial Mediterranean fever (a periodic disease): The present-day view of the problem E.S. Fedorov, S.O. Salugina, N.N.
Kuzmina Research Institute of Rheumatology, Russian Academy of Medical Sciences, Moscow




CHMMNTOMATHUYECKAA TEPAMMS

B KOYecTBe CUMMTOMATUHECKOM TEPAMMM BO BRPEMS ATAK
MCMOAb3YIOTCS HECTEPOMAHBIE MPOTUBOBOCTIAAUTEAbHbBIE
npenaparbl:

e Humecyama A0 200 mr/cyt
e MeEAOKCHMKAM AO 15 mr/cyr
e lleaekokcnb A0 400 mr 1 p/cyt

Familial Mediterranean fever (a periodic disease): The present-day view of the problem E.S.
Fedorov, S.O. Salugina, N.N. Kuzmina Research Institute of Rheumatology, Russian Academy of
Medical Sciences, Moscow

OkcniepTHOEe MHEHHE JiekTopoB [ puropsiaa B.O , [Nanctsra A.B.




Bpa4yebHAas TOKTHUKO

[OKNMHM4ecknn anarHos

[[eHeTnYeckn gnarHo3

OkoHYaTernbHbIV AnarHo3

JleyeHune

+4, 4], /-

KonxuuwH
BN

b nogo3speBaeTcs

N6
B nogo3peBaeTcs

KonxuuuH/I' VBl

HabntogeHwue,
KOHTpOnbHas
KONXuumMHoTEpanus,
KOHTPOIb SAA B KpOBU

He b
(oTCyTCTBUE KINUHWUKK)

[loknnHn4yeckas ctagus
Hocutenb
300pOoBbLIN

KoHTponb
HeT neyeHusn
HeT KoHTpONSs




