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nacb koHueHTpaumsa RANKL. Hanbonee BbipakeHHbIe Obinv BbisIBIEHbI B
rpynne 6oMbHbIX, HAXOOALMXCSA Ha OUanU3HON Tepanuu.

BbIBO[bI. B npoBeaeHHbIX HaMmun ncecnegoBanHusix 'y 0onbHbix ¢ -
VD ctaguein XBI1 BbISIBNEHO HapacTaHWe YPOBHEN CbIBOPOTOYHOIO OCTe-
onpoterepuHa n FGF-23.

Ol n FGF-23 urpatoT 3HaunTenbHy porb B MPOLEccax peMoaenu-
POBaHWs KOCTHOWM TKaHW 1 B Pa3BUTUUN KapaMOBaCKYNSAPHBLIX OCITOXHEHWN.

KIMMKOYEBBIE  CJIOBA:  CbiBOPOTOYHbIA  OCTEOMPOTErEPWH,
dunbponnactnyeckmin gakTop pocta-23, XpoHnveckasi 60resHb novex.

KatamHe3 pebeHKa ¢ BPOXAEeHHbIM BTOPUYHbIM LIMB-
accouuMmpoBaHHbIM He(hpPOTUYECKMM CUHAPOMOM

OroceHoBa C.B., XKaktaeBa K.B., KyHy E.A., AHgpeeBa J1.A.,
M6paumona J1.5. CapgBakacoBa C.M.

KapaeaHOuHckul 2ocydapcmeeHHbIl MeOUUUHCKUU yHUgepcumem,
2.KapazaHda, KasaxcmaH

ObnacmHas demckas kKnuHu4Yeckas 6onbHUYa, 2.KapazaHda,
KasaxcmaH

[MokasaHuem K TpaHCnnaHTauun NoYKkM SBASIETCS TepMUHanbHas
XpoHuyeckas noyeyHass HepgoctatodHocTb (TXIMH) - dumHanbHbIG
aTan XxpoHudeckon 6GonesHn nodvek y geten. [laumentol ¢ TXIMH
ANS COXPaHEHWs XM3HW HaxoOdATCs Ha 3aMeCTUTENbHOW MOYeYHOM
Tepanun (3I1T): XpoHMYECKUA reMOoamanns, NepuToHeanbHbl Ananms
W TpaHCnnaHTauus noyku. TpaHcnnaHTauus MOYKM MO CPaBHEHUIO
C OBYMS [APYrMMW BapuaHTamm WMeeT Hawmyylwme pesynbratbl B
nnaHe npoAOIMKUTENBHOCTM XU3HWM (yBenunymBas eé B 1,5-2 pasa
no cpaBHeHuto ¢ apyrummn BapuaHtamu 3[1T), e€é kadecTBa. «Kuas
TpaHcnnaHTauusay okono 10% pesynsratvBHeEe, YeM TpaHCNaHTaums
OT MEPTBbIX AOHOPOB. TpaHCnnaHTauus MOYKU SBMASETCS CMOCOOOM
BblboOpa y pgeTen, Tak Kak pasButve pebeHka Ha remogmanvse
3HaunTenoHo cTpagaer. HHL, martepuHctBa n pgetctBa AcTaHbl
SABMSETCA NepBOW KIMHWUKOWN pecnybnuku, rae BHeApeHbl Bce 3 MeToaa
3aMeCcTUTENbHOW NOYEYHOW Tepanum — reMoananus, NepuToHearnbHbIN
Avanu3 n TpaHcnnaHTaums no4yku.

B KaparaHguHckon obnactm  npoBoauTcs KNUHN4eckne
HabnogeHns 3a B6onbHbiMM aetbMu ¢ TXIH, KOoTOpbIM B AUHaMUKe
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NpOBOAUIIOCE ansioTpaHcnnaHTaums noyek. Becero 6onbHbix ¢ TXIMH
— 3a atu rogbl 16, n3 Hux 50% npoeegeHbl B NaknctaHe, NepmanHnm
n B W3pamne. C 2012 roga TpaHcnnaHTauus OOHOPCKOM MOYKM
NPOBOANSIUCE OT XMBOrO POACTBEHHOrO AoHopa HHL, matepuHcTBa M
getctBa ActaHbl 1 AnmMarThl.

B cBsi3u C akTyanbHOCTbIO 3TOM Npobrembl HamMu NpeacTaBneH
cnyya’ M3 MpakTU4eckoro HabmwopgeHus n nedveHus 6onbHom XK. 4
roga, Kotopas rocnuTanvMavpoBaHa Ha KOHTporbHOe obcrnegoBaHue
B Hedponornveckoe otaeneHne OLOKBE 16.05.14 ¢ KIMHUYECKMM
aunarHosom: XIH nocne MHaHTUNBHOro HePOTUYECKOTO CUHAPOMA.
CocTosiHMe nocrne TpaHchnaHTauMmM [OOHOPCKOW MOYKM OT KMBOIO
poacTBEHHOro [AoHopa (otua). HedpypeTtepoaktommnsa cnpaea.
ConyTcTBytowmii: XpoHu4eckuii BupycHoi renatut C. LIMBW.

Anamnesis morbi: [ebiT HedpoTtuueckoro cuHgpoma B
mapte 2011 roga, nocne nepeHeceHHon OPBW. [Mpoeogunach
Tepanua npegHu3onoHom, LIcA — 6e3 addpekta. B BospacTte 1 rog 7
MecsiLeB npoBedeHa MeAMKaMeHTO3Has HepPIKTOMUSA. YCTaHOBMEH
neputoHeanbHbln katetep n ¢ 23.11.2011 navat 1M4. C wona 2012
roga BbICTaBMEeH COMyTCTBYHLWMIA AuMarHo3d - BupycHeii renatut C.
7.10.2013 rogpa npou3BedeHa TpaHCMnaHTauus OOHOPCKOM MOYKU
OT XXMBOFO POACTBEHHOro AoHopa (oTua). lMocne TpaHcnnaHTaumm:
OTtcpoyeHHass yHKUMS TpaHcnnaHtata (mpoBoguncs remoamnanva
Ne6); LIMBW; BtopuuHbIi rvnepnapatmpeos; Kpusanc oTTopKeHus
TpaHcnnaHTata B [fgekabpe 2014 KynupoBaH nynbc-Tepanven
Cony-Meaponom (300 mr/m2) Ne 3. lNpu nocTynneHUM coctosiHue
OTHOCuTEnNbHO ypgoeneTBoputenbHoe. OTekoB HeT. O6wwun 6enok —73
r/n, Mo4yeBuHa — 7,6 MMOnMb/I, KpeaTuHUH -69,7 Mkmonb/rn, CK® — 54,5
Mr/MuH. Benok B mMo4ve—0,2/n1, nenkoumTtbl 7-8 B N.3p, NI.NMTENUN
— 2-4 B n.3p. Y3M Toukn Busyanuampyttca. Jlesas 50x21 mm,
npaeas (TpaHcnnaHTar) — 94x46MM, TOMWMHA NapeHxumbl 12 MwMm.
CooTtHoweHne 1:1. Yaweukn oo 5 mm. KopkoBo-meaynspHbIN Cron
onddpepeHumpoBaH. Backynapusaums goctatodHas. MoyeBon ny3bipb
[0CTaTOYHOrO HaMOSHEHWS!, CTEHKMN POBHbIE 4 MM.

BonbHas npogomkaer nomny4yatb MMMYHOCYNPECCUBHYIO Tepanuio
Cenn- cent 250x2 pasa cyTku, nporpad 1,0x2 pasa cyTku, meTunpes
4 mr/geHb. CBOeBpeEMEHHAs W MOXW3HEHHasi MMMYHOCYNpeCcCcuBHast
Tepanusa BOMbHbIX MOCMEe nepecagkn AOHOPCKOM MOYKW SIBNSIETCS
3(pPEKTMBHBIM METOAOM MNPEnynpeXaeHUss peakumn OTTOPXKEHUS U
BOCCTaHOBIEHUS (DYHKLNN NOYEK Y AETEN.

OdhekTMBHOCTL Nepecankm NOYEK 3aBUCUT OT UMMYHOTOTMYECKON
MMCTOCOBMECTUMOCTU. TpaHcnnaHTaTbl, B3ATble OT >XMBbIX LOHOPOB

SCIENTIFIC-PRACTICAL MEDICAL JOURNAL

=~
X
~
S
I
~
~
P
W
S
w
P |
Q
Q
=)
@
~
™
x
W
Q
s
=)
2
W
S
S
)
>
2\
[
(%)
ac
<
3
X
Y4
o
W
S
Q
Q
w
S
I
Q
<
~
O




((7102) L NINFTDNS) L€ HFGNNN ‘LINNTOANVLSHMYZ VY 40 INIDIAIN TVOINITO

(6rn3kmx POACTBEHHMKOB), XOpOLWOo yHKUMOHUpyT y 90-95%
nauneHToB B TeyeHne 1 roga n 'y 85-90% B TeueHune 2 net. MI3BeCTHbI
CPOKM BbPKMBaAHMSA OObHbBIX C NepecaeHHbIMM nodkamu 6onee 20 net.
KIMKOYEBbIle cnoBa: TpaHcnnaHTaumsi NOYK1, BPOXAEHHbIN
LIMB-accounmpoBaHHbIN HEhPOTUYECKNIN CUHAPOM, AETCKUIA BO3PACT.

CASE REPORT: TWO FAMILIAL MEDITERRANEAN
FEVER PHENOTYPE 2 CASES PRESENTED WITH
RENAL FAILURE CAUSED BY AMYLOIDOSIS

Ebru UZ', Cemaleddin OZTURK?, F.Betiil ASAN?, Siikran ERTEN?

"Yildirim Beyazit University Faculty of Medicine Department of
Nephrology

2Yildirim Beyazit University Faculty of Medicine Department of Internal
Medicine

3 Yildirim Beyazit University Faculty of Medicine Department of
Romatology

Familial Mediterranean Fever (FMF) is a genetic, inflammatory
disease. Familial Mediterranean Fever is presented with fever attacks,
serositis, artralgia, arthritis and local inflammatory symptoms and
findings. Two FMF cases are presented with amiloidosis and renal
failure.

CASE 1: A 36 years old man admitted to the hospital with
nausea and vomiting. He had a history of deep venous thrombosis
and left nephrectomy after a traffic accident six years ago. Physical
examination revealed cachectic appearance, three positive pitting
edema in pretibial and sacral areas and the reminder examination
was normal. Biochemical analysis revealed serum BUN 131,7 mg/
dl and serum creatinin 8,75 mg/dl. Arterial blood gases examination
revealed Ph: 7,1 and HCO3 3 mEq/L. The patient has been started
on dialysis. The patient had 4 gr/day proteinuria with serum albumin
level 1,4 gr/dl. Immune serologic laboratory markers were negative.
Because of left nephrectomy history renal biopsy was contraindicated.
Pathologic examination of rectum biopsy reveals type AA amyloidosis.
We performed a molecular analysis for mutations in MEFV gene. The
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