results showed heterozygous E148Q mutation.

CASE 2: A 39 years old woman admitted to the nephrology
department with nausea, vomiting and generalized edema. She had
no history of disease. Biochemical analysis revealed serum albumin
2,2 gr/dl, serum creatinine 3,6 mg/dl and urine albumin 9 gr/day.
Pathologic examination of renal biopsy revealed type AA amyloidosis.
In molecular analysis there was no FMF gene mutation. The patient has
been considered as type 2 FMF and started on routine hemodialysis
programme

There was no etiologic cause for secondary amyloidosis in both
cases

DISCUSSION: Familial Mediterranean Fever can be presented as
different phenotypes.

Phenotype 1 is characterized with recurrent fever, peritonitis,
synovitis, pleural effusion, pericarditis, orchitis, meningitis and
amyloidosis.

Phenotype 2 is chacacterized with AA amyloidosis without
symptoms.

Phenotype 3 is silent carrier of heterozygoses or homozygous
MEFV gene mutations.

Physicians should keep in mind Phenotype 2 FMF in case there is
no proteinuria and typical symptoms of the FMF.

HedpoTnyeckun cuHaApomM B NOXUIIOM Bo3pacTe.
TpyaHocTu noctaHOBKM AnarHo3a. KnmHnyeckum
pa36op.

MonpgaxmetoBa C. C., Type6ekoB [. K., Horan6aesa A. T.

TOO «MeduyuHckas knuHuka «LleHmp eemoduanu3sa»», 2.AcmaHa,
KazaxcmaH

'Kl Ha TTXB «lopodckas 6bonbHuya Ne1», e.AcmaHa, KasaxcmaH
AO «HauuoHanbHbIlU Hay4YHbIU KapOuoxupypaudecKul YeHmp»,
2.AcmaHa, KazaxcmaH

BBEOEHUE. T[lepBunyHble  rnomepynsapHble  3aboneBaHus
nodyek B MOXWIIOM BO3pacTe BCTPEYalTCs Pedko, a BTOPUYHbIE
rmomepyrnoHedputbl  TpebyT anddepeHunanbHON  OUArHOCTUKM
Mexgy napaHeonnacTuyeckum Mpoueccom U MeTabonmyeckumm
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((7102) L NINFTDNS) L€ HFGNNN ‘LINNTOANVLSHMYZ VY 40 INIDIAIN TVOINITO

paccTporcTBaMu. TpyAHOCTb MOCTAHOBKM OMarHo3a 3akrnovaercs B
TOM, YTO Y AaHHOW KaTeropum naumMeHTOB B MOMEHT MaHudecTaumm
HePOTMYECKOTO  CMHApPOMA YK€  WMEKTCA  COMyTCTByOLLME
XpOHUYeckne 3aboneBaHusl, HacTO OCMOXHSALME TeYeHne HedpuTa.

LIEJlb UCCINEOOBAHUA. OnucaHue KIMHUYECKOro criyyas
HedpPOTMYECKOTO CUHAPOMa Yy MauMeHTKM MOXMITOro BO3pacTa,
HaxoguBwenca B KM Ha MXB «lopoackast 6onbHuua Ne1» B 2012
rogy.

OMUCAHUE KITMHUYECKOI'O CINTYYAA. MauuenHTka K., 63 ner,
nocTynuna ¢ pa3BepHyTbiIM HEPPOTUYECKMM CUHAPOMOM. B aHamHese
oTMevarnoch 3aboneBaHue NoYek B 4ETCKOM BO3pacTe (Kakoe He 3HaeT).
Bo Bpemsa 6epemeHHOCTM - recTo3. [pn rocnutanuaaumm: otMevanach
aHacapka, onurypusi, cyTodHasa npoteuHypus (CIM) — 19,5 r/cyr,
CbIBOPOTOYHbIN anbbymuH — 13,0 r/n, CbIBOPOTOYHbIN KpeaTUHUH — 87-
149 mkmonb/n, CK® no Kokpodty-Fonety— 69 mn/mun, AL — 170/110
MM.pT.CT., COMyTCTBytOLMe 3aboneBaHusi — MEPBUYHBIN MNOTUMPEODS,
B CTaguu [eKOMMeHcauuu, HapylleHWe TONepaHTHOCTM K [MKo3e,
OXUpPEHUe 2 cTeNneHM.

PE3YJIbTATbI. YuutbiBas p[ebwT 3abonesaHus B MOXWUITOM
BO3pacTe, 6bln NpoBeeH AMarHOCTUYECKUIA MOMCK HEOMNNAaCTUYECKOro
(Y3, MPT rpygHoro, GproLLHOro cerMeHTa, mMaroro tasa), BUPYCHOrO
renatuTa, KONmareHo30B, YTO Npu obcrnenoBaHUM ObINO UCKIOYEHO.
BbisiBNeH nonoxutenbHbli pesynstar Ha ©Oenok beHc-[xoHca B
MoYe, B3ATbl aHanu3bl HA UMMYHO(EHOTUNNPOBAHME KPOBM M MOYM
Ha Hanuume nerkux uenen (nabopatopus KNUHWKK . Mockea), BBUAY
4yero OT MynbC-Tepanun 1 akTUBHON MMMYHOCYNPECCUM BO3AEPKAINCh.
MauweHTka ObiNa BbIMMCaHa B CBS3W C OTbe3goMm B [epmaHuio B
saHBape 2013 (ao nony4eHns pesynsratoB UMMYHOEHOTUNMPOBAHNS),
roe npoBedeHa Guoncus  MOYKM  —  (pOKarbHO-CErMEHTapHbIN
rMoOMepynocKnepos, 0O4HOBPEMEHHO NONyYeH pe3ynbsTaT nccregoBaHums
UMMYHODEHOTUNUPOBAHMSA - OTpuuaTenbHbI,  Havata 6asncHas
Tepanus npegHusonoHomM 80 mr n umknocrnopuH A 250 mr B cyTku. B
depane 2013r oTMevanacb NONOXUTENbHAsA KITMHUKO-NTabopaTopHas
OnHamMmuKa HedhpOTUYECKOro CUHAPOMA.

BbIlBOAbI: LWnpoknin JNarHoCTUYeCcKumn OnyxoseBbIN
MOWCK  SBMSIETCA  CTaHAAPTHbIM  KOMMMeKkcom  obcrnegosaHun,
npeanpvHMMaeMbiXx Yy paHee He o6cnegoBaHHOro 6OOMbHOMO B
Bo3pacTe cTapwe 25 neT ¢ BrepBble BbISBIEHHbIM He(POTUYECKNM
cnHgpomom. B gaHHOM crniyyae, B €BA3WM ¢ OebroTom 3aboneBaHus B
MOXWITOM BO3pacTe, MPOBOAWICH LUMPOKUMA OUArHOCTUYECKUA MOMCK
OIS CKIIOYEHNS1 BTOPUYHBIX HedoponaTui. YuntbiBasg GUOMNCUI0 NoYkm

HAYYHO-TPAKTUYECKUA MELANLMHCKUM JKYPHATT



N VCKITIOYEHUST OPYrnX NPUYUH HedpoTMYecKoro cuMHOpoma, Hadarta
WMMYHOCYNpPEeCCUBHasa Tepanus, C MONOXUTENbHBIM  3hdeKToM.
CnegyeT OTMETUTb, YTO MPOBEAEHME MYHKUMOHHOW BUOMCMM MOYKK
aBnseTcs obs3atenbHbIM MCCNegoBaHUEM, C LeNbl onpedeneHnst
JanbHelLwen TakTUKN 1 NPorHo3a 3aboneBaHus.

B cnyyae paHHOM nauueHTKn Mopdonormyeckmi pesynsrart
ovoncum (dpokanbHO-CErMEHTapPHbIN  TMTOMEPYIIOCKEpPo3) sBNAeTCA
OfHVM M3 BapuaHTOB MapaHeonsacTuyeckon Hedponatum, KOTopbIn
npeanonaraetT HebnaronpuaTHbIA MNPOrHo3 3aboneBaHus. Kpome
TOro, MPUMEHEHME WMMYHOCYMPECCMBHON Tepanuu Takke MOXeT
CNpoBOLMPOBAaTL pasBUTME OHKOMorMyeckoro npouecca. C yyetom
BbILLIEN3MNOXEHHOro TpebyeTcs ganbHenwee HabnogeHe 1 NoBTOpHOoe
obcregoBaHye NauMeHTKM Mo OHKONporpamme.

KIMKOYEBBLIE CJIOBA: HedpoTU4ecKkni CUHAPOM, MNOXWUIION
BO3pacT, NapaHeonnactuyeckas Hecpponatuns

KnuHunyeckne BapuaHTtbl lga HedbponaTtum y aeten

Haywa6aeBa A.E.!, AbeyoBa B.A.2, YnHraeBa IH.', Kabyn6aeB K.A."

'Kasaxckul HayuoHarsbHbIlU MeOUUUHCKUU yHU8epcumem um.

C.4. AcpeHdusiposa, e. Annmamel, KazaxcmaH

2KapazaHOuUHCKuUU 20cydapcmeeHHbIl MeOUUUHCKUU yHUsepcumem,
2. KapaeaHda, KazaxcmaH

UENb NCCNEOOBAHUA. OnpepeneHne 4yacToThbl
KNMUHUYECKUX ¢opM u 3ddEeKTUBHOCTbL pasnMYHbIX MeTOLOB
Tepanuu y AeTei C BbiIBIEHHbIM MOPAONOrM4yeckuM ANarHo3om
IgA-HedponaTus.

MATEPUAN U METO[bI. VccnegoBaHnsa npoBoAMNIUCL Ha
b6ase Hedponornyeckoro otaeneHns PecnybnvkaHCKoW OeTCKOn
KNnuHMYecko GonbHMUbI «Akcan» B nepuog ¢ 2004 no 2013
ron. Mopdonornyeckoe wuccrnegoBaHne no4dedyHoro 6GuonTarta
BKMOYano Tpwu HeobxoouMbIX MUCCrefoBaHWUA: CBETOBYHO,
UMMyHodoopecLeHTHYO (NP) 1M 3NeKTPOHHYI MUKPOCKOMUK
(BM).

PE3YNNIbTATbl UCCITEOOBAHWUA. Y 53 geten no pesynbsra-
Tam Hedpobuoncumn gmnarHoctuposaHa IgA-HI1, koTopasa npea-
CTaBreHa pasfiMYHbIMU KITMHUYECKUMWN BapuvaHTamMu, TakUMU Kak
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