CeMelHas cpeauseMHOMOpCKas nmxopaaka
(oHa xe - nepmognyeckas 6onesHb)!?

YTo Takoe ceMeiiHas cpean3eMHOMOpCKas

nuxopaaka (FMF)?

DT0 caMoe pacnpoCcTpaHEHHOE ayToBOCMNaNNTEIbHOE

3abonesaHne.B mnpe nm ctpagatot 6onee 100 000

NMNauneEHTOB.

NMpuunHa gaHHOro
3aboneBaHus

DTO nepsoe
ayToBOCManmMTesbHOE
3abonesaHune, ans
KoToporo 6bln AokasaH

3aboneBaHuMe BCTpeYaeTCcs NpeMMyLLECTBEHHO B

onpenenéHHbIX STHUYECKUX rpynnax, OTHOCAWMXCH K

HapoaaM cpean3eMHOMopckoro 6acceriHa: y eBpeeB-

MOJIEKYISIPHO-
reHeTu4yecKunin gedekT -
MyTauuKu B reHe NupuHa

3
cecapaoB, apaboB, TYPOK U apMsiH2. (MEFV)-.
I.I
]
EBPEW
HE ALIKEHA3M EBPEW-ALLUKEHAIH APMAHE TYPKA APABDI
ot 1/250 o 1/1000 1/2600
- 3aboneBaHne xapakTepusyeTcs peLunamBUpYOLLMMM
. KpaTKOBPEMEHHbIMW MPUCTYNaMn IMXOPaaKN U

KNMHUYECKUMU npu3HakamMu neputoHuTta (95 %),
aptputa (> 50 %) n nneBputa (40 %)*>. Opyrue

o NnposiBNIeHns: poxenoaobHas aputema, sNnuananmuT,
- ANUTENbHbBIN apTpuUT, MuManrus>. Y 6onee yem 85 %
. naumeHToB NposiBNeHns 3aboneBaHnsa HabnogaoTcsa B

Bo3pacTe A0 20 net?.
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NAXOPALOKA MEPUTOHAT APTPAT

MNEBPAT CbilNb MWANTWA

OnddepeHumanbHas AnarHoCTMKa NPoOBOANTCS C LUIMPOKUM KPYroMm
MHPEKLMOHHbIX 3aboneBaHNin, CONPOBOXAALLMXCA TMXOPAAKON, N HepeaKo
noaobHble naumMeHTbl NONyYalT He OAUH KYpPC aHTUbMOTMKOTEpanuK, npexae
yeM Bpay ybeanTcsa B ee becrnepcnekTMBHOCTHS,

KnaccuuyeckMmm npusHakamm npuctyna
«CeMenHOM cpean3eMHOMOPCKOM
nMxopaaku» sBnsoTcA®:

® KOPOTKME 3nun304bl nMxopagkn (24-48
4) Ao 39-40 rpaaycoB B coYeTaHuun C
Bblpa>XeHHbIMN 60NSAMU B XXNBOTE;

* IMXOPAAKY TaK e MOryT COnpoBOXAATb
yMepeHHble 6051 B XMBOTE, TOWHOTA,
pBOTa;

® BO BpeMs NMpuUCTyrna BO3MOXHO
BOCMNaneHmne CyCcTaBoOB - Yalle KONEHHOro
(apTpuT) M BO3HUKHOBEHME POXEeNnoAobHbIX
BbICbIMAHWM Ha KOXe (4Yalle Ha roneHsx),
BOCMNaneHMe MOLLIOHKW.

Takune NpucTynbl MOryT 6bITb AOBOILHO
yacTo - fo 12 pas B roa v 6oneel.

Bonu B XnBOTE Npun AaHHOM 3abosieBaHnNM
BO3HMKAIOT B pe3y/ibTaTe pasBUTUS
acenTMYecKoro NepuToHmnTa.

CuMNTOMBbI pasapaxeHus 6proLmnHbI
(WetknHa — Bniombepra u ap.) CTaHOBATCA
y 3TnX 60MbHbIX Pe3KO NOMOXKUTENbHbBIMW.
BonbHble BO BpeMsi NpUCTyna Hepeako
HanpaBNATCS B XMpypruyeckme
otaeneHus’.

Yncno HeobOCHOBaHHbLIX OnMepauuin, Mo AaHHbIM Pa3INYHbIX
aBTopoB, agocturaeT 55-75% Bcex cnyyaeB ceMenHOMU
CpeAn3eMHOMOPCKOMN NNXopaaKu.

ITOo yxyAlwaeT TedeHne 60ne3HN N KayecTBO XXU3HU 6ONbHbIX,
YyacTb 60/IbHbIX CTAHOBUTCS MHBaNMaaMm BcneacTeune
pasBUTUA TAXKeNbIX HOpM crnaeyHon 6onesHu’.

HecBoeBpeMeHHO NOCTaB/IEHHbIN AMArHO3 npmBoaAuUT K

OTCpPOYEHHOMY Ha3HaA4YeHUO TEPANnMnM, 4YTO

yBENIN4YNBAET PUCK pa3BUTUA aMUIO0MNO03a U

COOTBETCTBEHHO XPOHUYECKOW MOYeYHOMn

HeLO0CTaTOYHOCTM —OC/IOXHEHWS, CO3AatoLero yrposy . '

XU3HW naumeHTas.

AnarHo3 ceMenHOM cpean3eMHOMOPCKOW NNXOpaaKu BNSETCS B
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nepBylo ovepeb KAMHUYECKUM. OUeHb BaXKeH TWaTeNbHO
cobpaHHbIi reHeanornyeckunin aHamHes!.8.9,10,

Ocoboe BHMMaHWe HeobxoanMo 0bpaTUTb Ha Hanuume
NepuoaNYEcKNX IMXOPAZOK Y POACTBEHHUKOB M CllyYaeB CMEPTU OT

MOYEYHOI HeJOCTaTOYHOCTU B ceMbe. CneayeT NpUHMMaTh BO
BHMMaHWe 3THUYECKYIO NPUHAANEXHOCTb MaLueHTa, HO Npu 3TOM
MOMHUTb, YTO 3a60N€BaHME MOXET BCTPEUYaTbCA U B STHUYECKMX
rpynnax, Aas KOTopbiX OHO HexapakTepHol/10,

MNepeyeHb MyTaumim reHa MEFV nocTtosiHHO pacwimpseTcs, T. €. He BCe naToreHHble
MyTauMun N3BECTHbI Ha CErOAHSLWHUI AeHb. [103TOMYy OTpuLaTENbHbIN pe3ynbTaT
TUNNPOBAHMSA HE A0/HKEH CNYXUTb OCHOBaHMEM Ans TOro, YTobbl OTBEPrHyTb AMArHoO3

FMFL,
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