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H3yueHsbl pe3yabTaThl KOMILIEKCHOTO JedeHust 68 00IbHBIX ¢ 0CTPOIi apTepHaJbHON HEMPOXOAUMOCTHIO CET-
YaTKH B pe3yJbTaTe cna3Ma, TpoM003a U 3M00/IMM LIEHTPAILHOI apTepuu ceTYaTKH.
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pesyiomamei.

ANALYSIS OF EFFECTIVE TREATMENT OF PATIENTS WITH ACUTE
RETINAL CENTRAL ARTERY OBSTRUCTION

V.N. Golychev, K.E. Demidova
Toer State Medical University

The results of the complex treatment of 68 patients with acute retinal arterial obstruction due to spasm, thrombosis

and embolism of the central retinal artery were studied.
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Beenenmne

[Taronorust cocyaucToil cUCTEMBI IJ1a3a sIBIsSETCS
Belyllel MPUYUHON CIenoThl u ciaboBuaeHus [1].
Octpoe HapyIIeHHe KPOBOOOPAIICHHSI B IICHTPATIBHOI
aprepun ceruatku (IJAC) unum ee BeTBel — ollHA U3
Hamboee THKEIBIX (GOpM MaTOJIOTHH COCYJI0B OpraHa
3pEHNS, 9aCTO MPUBOIAIIAS K OBICTPOH 1 HEOOpaTHMOT
MOTEpe 3PUTENBHBIX (PYHKIIMHA, HECMOTPSI Ha TIPOBEAE-
HHME MHTEHCUBHOW maTtoreHeTudeckoit repanuu. Ok-
KITIO3USI apTepHATIBHBIX COCYIOB CETYATKH MOXKET OBITh
BBI3BaHA CIIa3MOM, TPOMOO030M U AMOONINEH, TpHYeM
KIMHUYCCKHE TIPOSBICHUS 3TUX TPEX BHUIOB OCTPOTO
HapyIICHUS apTepHaILHOTO KPOBOOOPAIIICHNS B CCT-
yaTKe BecbMa ONHOTUNHEI [1, 2]. I3BecTHA ce30HHAs
3aBHCHMOCTH OCTPBIX HAPYLICHUH KPOBOOOpaIIeHUs
ceryarku [4, 5].

Lean ucciaenoBanus — U3yInTh QYHKIIMOHATBHBIC
ncxobl JieueHust octpoit okkito3un LIAC pu nposene-
HUY COBPEMEHHOM MaTOTeHETHYECKON Teparnuu.

Marepwmas n MeTOObI

B TBepckoil KITMHMKE IIa3HBIX OOJIe3HEW Ha MPOTsi-
xenuu 20 et Habmroaanock 68 OONBHBIX ¢ HETPOXOAU-
mocthio LHAC (52 ma3a) u ee BetBeit (16 ma3z). MyxxuuH
06110 36, sxeHIUH 32. Bo3pacT 601bHBIX Kosebalncs oT
20 no 78 nerT.

Jna nuddepeHnmanbHOM AMATHOCTUKH OKKITFO3UN
HAC namu Obuta ucnonb3oBaHa AuddepeHInanbHo-
JIUarHocTuyeckas Tabnuua GopM oCTpoil HEMPOXOAU-
Moctu L{AC, paspaborannas JI.A. ITonskoBoit [3] Ha
OCHOBaHUM M3y4YEHUS OOIBIIOTO KIMHHUYECKOTO Mare-
puana — 205 60IbHBIX, HAXOTUBILIUXCS O] JUTUTEIBHBIM
(o 6 net) nuHaMUUYecKUM HaOmoneHueM. B 17 cmydasx
Hamu ObUT JMarHOCTUPOBAH CIa3M apTepUaIbHBIX COCY-
JIOB CETYaTKH, B 38 — TpoM003, B 13 — uctunHas smM00-
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THsl. AHTHOCTIa3M 3a PeIKMM UCKITFOYeHHEM (2 citydast)
BCTpEUAJICSl y JKCHIIHMH, a TPOoMO03 — B 2 paza Jarmie y
MyxurH. ClieayeT OTMETHTD, YTO aHTHOCITIa3M B HMO0-
TSl Pa3BUBAIIUCH B 00Jiee MOJIOIOM BO3pacTe (B cpej-
HEM COOTBETCTBEHHO 42 roja u 46 ner), yeM TpoMO03
(cpenmnuii Bo3pact 601bHBIX 62 Toaa). JIumb 5 00IBHBIX
OBUTH TIPU3HAHBI TIPAKTUYECKH 370pOBbIMU. Y 44 nuar-
HOCTHPOBaHA TUIIEPTOHNYECKast 00JIe3Hb 2—3-1 CTajuH,
y 15 — BbIpaXeHHBII OOIIUI aTepOCKIIEPO3 C PEeUMy-
IIECTBCHHBIM MTOPAYKCHUEM COCYIOB TOJIOBHOTO MO3Ta,
y 4 — BEreTo-coCcyaucTas IMCTOHUS, y 2 — O0IUTEepHUpy-
IOIIHN SHIApTEpUUT. Y 8 OOIBHBIX 00HAPYKEHBI SHI0K-
PYHHBIC HApYIIEHUS (CaXapHbIi JHa0eT, TAPEOTOKCHKO3,
OXXHMPEHHE); 7 9eJTOBEK CTPAJAIN PEBMAaTU3MOM, U3 HIX
YEeTBEpO C HAJIMUUEM MOpoKa cepana. Y 3 OOIbHBIX ap-
TepuaNbHasi HeIPOXOAUMOCTh CETYAaTKH Pa3BHIACh Ha
(hoHE TMXOPaTOIHOTO COCTOSTHHSA, ¥ 1 — TOCIIe aBTOMO-
OWIILHOW TPaBMBI.

PesynpTaThl McciIefoBaHMUA M MX

obcy>xaeHme

[Ipu aHanu3e cpoKOB BOZHUKHOBEHHS apTepHaIbHOM
HEIMPOXOJUMOCTH CETYATKH M0 MecsllaM U BpeMeHaM
rojia HaMM OTMEUYEHO, YTO HauboJiee 4acTo JaHHOE 3a-
OosieBaHUE Pa3BHUBAJIOCh OCEHBIO (25 ciydaeB), U3 HUX
13 GONBHBIX OTMETHIIN CHIIKEHHE 3PEHHs B OKTIOpE.
MpbI 00BSICHSIEM 3TO TEM, YTO B HEYEPHO3EMHOI MTOJIOCE
EBpomnetickoit Tepputopun Poccuu 3TOT Mecdll oTianya-
eTcs 3HaYUTEIbHON HEYyCTOHUMBOCTBIO IOr0/Ibl U Hebna-
TONPUSATHBIMUA METEOPOJIOTHUECKUMH SBICHUSIMU, YTO B
CBOIO OY€peIb MOKET CIOCOOCTBOBATh BO3HUKHOBEHHIO
OCTPBIX COCYIUCTBIX KaTacTpod.

O6pamaeMocTb OOJNIBHBIX K OpTaIbMOJIOTy Oblia
JOBOJIBHO MO3AHEH, B CBA3M C¢ ueM Juuib 30 U3 HUX
MOCTYIIJIM B CTallMOHAP B MEpBbIe 3 JIHSA MOCIe mnajae-
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Hus 3penusi. OcranbHble 38 — B cpoku oT 4 10 20 nHel
(B cpenHem Ha 9-i 1eHb).

Bcem 6onmbHBIM TPOBEICHAa MHTCHCUBHASL KOMILIIEKC-
Hasi Tepamnusi, BKJIIOYAOIIasi IPUMEHEHHE COCyaopac-
MHUPSIOUINX, crnazMoiuTuyeckux cpencts (0,1% pact-
BOp arpomnuHa, no 0,5-1,0 perpoOynsbapHo, Ha Kypc
5—6 uabekuuit; pactBopsl 2,4% sydumiuna mo 10,0 ¢
40% pacTBOpOM TIIOKO3bI MM Mekcuzaoia 2,0 B/B Ha
(hoHE BHYTPUBEHHO-KANENbHBIX HHBEKIUI KABUHTOHA,
TpeHTaja WM NeHTOKcupumnHa; 1% pacTtBop HU-
KOTUHOBOM KHUCTOTHI (2,0) BHYTPUMBIIIEYHO, HA KypC
10 uHbeKIMii, a Takxke myTeM sekTpodopesa). Mcnons-
30BAJIMCh AaHTUKOATYJISIHTHI IIPSIMOT0, @ 3aTEeM HEIIPSIMO-
ro ieiicTBus (TenenTaH, peHunH) nox konrponaem [1TU
U BpEeMEHH KpPOBOTeUeHHsL. [ enapruH BBOIUICS U PETPO-
Oy;ip0apHO B cocTaBe koMiuiekca «PIAT» (peononurito-
KHH, JeKCaMeTasoH, renaput). [Ipumensnuce u ¢puod-
punonutuky (pudpunomuzux 500 EJ] B komOuHanuu ¢
rerapuHOM 10 KOHBIOHKTHBY Ha Kypc 10 mHBEKIuil).
[NTapannensHo 00s3aTENBHO MPOBOAMIOCH JICUCHHUE CO-
My TCTBYIOIIMX 3a00JIEBaHUM, B IIEPBYIO OUEpeib Cepey-
HO-COCYIIUCTBIX, UTS YET0 Ha3HAYaINCh THIIOTCH3UBHEIE,
aHTUCKJIEPOTHYECKHUE, O0IIEYKPEIUISIONINE CPEICTBA.

B pesynbTare npoBeAEHHOTO KOMILIEKCHOTO JICUCHUS
ocTpora 3peHus yimydmmiack y 40 6onpHBIX (Ta0M. 1),
gTo coctaBngeT 60% nednsmmuxcs. [Tpudem neueOHbIi
a¢dexT HabIoAaNCs TOYTH OMHAKOBO YacTO KaK IpHU
OTHOCHUTEJIBHO PaHHEH (B MepBbIe 3 AHS) FOCIMUTANN3A-
uu 60nmbHBIX (B 62%), Tak 1 mo3aHe# (59% ciydaes).
Jleno B TOM, YTO Tak Ha3bIBaEMasi «PAaHHSIS» TOCIUTA-
nu3anus pakTHYecKu Oblia TO3HEH.

Tabmmna 1

[yHaMMKa OCTPOTHI 3peHNsI IPY KOMIUIEKCHOM
JIedeHVVI POPM apTepPMATHLHON HEIIPOXOAVIMOCTHI

CeTUYaTKMN

@opma |y OcTpoTa 3penus

aprepu-

anbHoil | A0 | yxyn-| Ges yJyqnmiach Ha

0JIb-

HeIpoxo- M- | mepe-

).II(IMI:)(:T]/] HBIX | jacp | men [0,0170,09(0,1-0,20,5-0,8
Cnasm 17 1 9 7
Tpomb03 38 3 20 10 5 _
DmMbonus 13 1 4 6 _ 2
Bcero: 68 4 24 17 14 9

VY 28 OonbpHBIX 3peHUE HE YIYYIIHIOCH, U TJIa3a 0C-
TaJNUCh MPAKTHUCCKHU CIETBIMU, U3 HUX — 23 ¢ TpoMbo-
3amu (1 Tma3 gaxke MPUIIIOCH YAAINUTh U3-32 PAa3BUB-
Ieiicst BTOpUYHOM TayKoMel) u 5 — ¢ ambommueit LIAC.

B gacTn 3THX ciiydaeB OTEK CeTYaTKU OBbLT HACTOJIb-
KO BBIP@XEH, YTO LBET IIA3HOTO JHA B LEHTPAILHON
€ro 30He IpHOIIKacs K 6eIoMy U XyxkKe, 4eM 0ObIUHO,
MIPOCMATPHUBAJICS CUMIITOM «BHIITHEBON KOCTOUKI, ITO-
BUANMOMY, U3-32 PACIPOCTPAHEHUS OTEKa B 00JIaCTh
LEHTPAIBHOM AMKH. 3peHNE Ha ITHUX IV1a3ax ObUIO MOJ-
HOCTBIO YTPa4deHO, U HE HAOIMIONATIOCh HUKAKOH IOJI0-
KUTEJIFHON TUHAMUKH B IIPOILIECCE JICUCHUSI.

Ha Bcex rmazax ¢ aHruocnasmoM 3peHHe yaloch
MoBBICUTH B cpeqHeM Ha 0,4. Ha 8 miazax ¢ smOonuei
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3peHHE YIyUIIUIOCh, TPHUYEM MPU 3aKyNOPKE OCHOB-
Horo ctBojia IJAC nump Ha 0,01-0,09, a ee BeTBeit Ha
0,6—0,7. ITpu Tpombo03e LIAC 3peHue yaanoch MoBbICUTh
y 15 6onbHbIX B cpeaneM Ha 0,08.

IIpu cpaBHEHUH METONOB JICUCHHSI C HCIOJIb30BAHHU-
€M IpernaparoB, HA3HAYABIINXCS B ABYX IPYIIIax O0JIb-
HBIX — C yIyUIINBIIUMHUCS B CTAI[IOHAPE 3PUTEIBHBIMU
¢ynxmmamu (1 rpynmna) 1 HeU3MEHHBIMU WU yXyAIIKB-
mMucs (2 Tpyrina) OTMEYEHO, YTO B TIEPBOM rpymie
OOJIBHBIX Yallle, YeM BO BTOPOH, MPUMEHSINCH PETPO-
Oynb0apHO HHBEKIMN aTPOINMHA, BHYTPUBCHHBIC BIINBA-
HUSI 5Y(IUINHA, BHYTPUMBIIICUHOE BBEJICHUE HUKOTH-
HOBOH KUCJIOTBI. YTO KacaeTcsi CpOKOB IIOCTYIJICHUS B
CTaLlMOHAp IMocie Havaja 3a00IeBaHus OOJBHBIX 3THX
2 Tpymil, TO OHU OKA3aJIUCh IPAKTHYCCKU OJJUHAKOBBIMU
(B cpenHeM 5 u 6 ACHB).

3axroueHmne

OddexTHBHOCTD JIeUCHHS apTEePHATBLHON HEMpo-
XOAMMOCTH CETYaTKHU 3aBUCUT B OCHOBHOM OT (opM
HEIMPOXOJIMMOCTH, HAWIy4lllhe Pe3yJbTaTbl ObUIN TO-
ny4ensl npu anruocnasme LIAC u smGonuu ee BeTBei
JlaXKe TIPU CPaBHUTENBHO TO31HEH (110 15 qHeit) rocnu-
Tajau3aluu OONMbHBIX. M3 CrlasMOIUTUYECKUX CPEACTB,
MPUMEHSEMBIX MPU OcTpoil HempoxoaumocTu LIAC,
Jy4lIue pe3yiabTaThl JeMOHCTPUPOBAIO Ha3HAYEHUE
arporuHa (peTpoOynbpoapHo), 3yPHUITHHA I MEKCHU-
Jo71a (BHYTPUBEHHO), HUIKOTHHOBOM KHCIIOTHI (BHYTPH-
MBIIIeYHO) [6].

VYuureiBas, 4to ocTpas Henpoxoaumocts LIAC u ee
BeTBel — 3a00JeBaHKe ypreHTHOe, Tpedyloliee okasa-
HUSL CPOYHOM COCYIOpACILUPSIOIIEH Tepalny, JeUeHne
HEOOXOAMMO HAUYMHATH 10 MOCTYIJIEHUS OOJBHOTO B
ctaunoHap. [lepByto moMoIlb eMy JOKEH 0Ka3aTh yiKe
B CBOEM KaOHHETe 0(TAIBMOJIOT, AHATHOCTUPOBABIIHI
JAHHYIO TaTOJIOTHIO.
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OCJIOKHEHMSI CEMEVIHOWM CPEAM3EMHOMOPCKOM
JINXOPAJIKM: OB30P JINTEPATYPBI

Kagpedpa oemckux 6onesmeti

@I'BOY BO Tsepckoti eocydapcmeeHnHutii Meouyunckuii ynusepcumem Munsopasa Poccuu

O030p UTEpaTYphbl NOCBALIEH 0CJI0KHEHHAM Haubo/1ee 4acToro MOHOTEHHOI0 ayTOBOCHAJUTEIBLHOI0 3200-
JIeBaHHUS — ceMeiiHol cpeIu3eMHOMOPCKOI IMX0PAaKH WM NepuoanuecKoii 00/1e3HHU, 00yc/10BJICHHOH MyTanuei
rena MEFV u nopaxkalouieii B 0CHOBHOM npeJicTaBUTe/Ieil 0TAebHbIX ITHUYECKHX Ipyni. 3ado1eBaHne MOKeT
NPUBECTU K PA3BHTHIO TAKHX OCJI0KHEHMIi, KaK aHeMHus1, ciaeyHasi 0oJ1e3Hb 1 apyrue. HanboJee :xu3Heyrpo:xaro-
LIUM OCJI0KHeHHeM siBJIseTcsi amuiiona03. O0cykaaoTces 4acTora U pakTopbl pUCKA 0CJI0KHEHUH TIePpUOAMYeCcKOii

00JIe3HN.

Knroueevie cnosa: ceveiinas Cpeaus’e/‘l/lHO,’WOpCKaﬂ Jzuxopa()m, OCJIOJCHEHUA, amunoudos.

COMPLICATIONS OF FAMILY MEDITERRANEAN FEVER:

LITERATURE REVIEW

V.A. Akopyan, K.S. Stepanyan, O.V. Ivanova
Tver State Medical University

The review is devoted to the complications of the most common monogenic autoinflammatory disease — familial
Mediterranean fever or periodic disease, caused by MEFV gene mutation that occurs mainly in the representatives of
certain ethnic groups. The disease can lead to the development of complications, such as anemia, adhesive disease and
others. The most life-threatening complication is amyloidosis. The frequency and risk factors of periodic disease com-

plications are discussed.

Key words: familial Mediterranean Fever, complications, amyloidosis.

Cewmeitnas cpeamzemuomopckas juxopasnka (CCJII)
i nepuoandeckast 6ones3ns (I[1B) mpencrasmseT co-
00if MOHOTEHHOE ayTOBOCIIAIUTEILHOE 3a00JICBaHNE,
pacrpocTpaHEeHHOE CPellu ONPeIeIEHHOTO 3THUYECKOTO
cocraBa HaceneHus [ 1-4]. [IpuurHOi 00J1e3HM SBISETCS
mytanus rena MFEV (Mediterranean Fever), sokamnm-
30BaHHOI'O Ha KOPOTKOM Iuiede 16-i mapbl XpoMOCOM.
3aboneBaHue pa3BUBaeTCs NPU HAJIUYUU MYTaHTHBIX
TCHOB B 00€HX MapHBIX XpoMocomax [4, 5]. YkazaHHBIN
TCH KOIMPYeT OCJIOK MUPHH, IKCIPECCUPYIOMINNCS B
HeHWTpodmiTax, 503MHOPHIAX, MOHOLIUTAX, ICHAPATHBIX
KJIeTKax U pubpobactax. Bemyiei rumore3oid, 00bsic-
Hsto1el 3Hauenne nupuHa B natoreHese CCJI, sBnsercs
ero ydactue B aktuBuzanuu MJI1B. 'unepnpogykiust
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WJI1pB sBnseTcss ocHOBHBIM 3BeHOM B passutuu CCJIL.
Bo Bpemst araku 3a0071eBaHMs Y TAIMCHTOB BO3PACTAIOT
ceiBopoTouHbie ypoBHU NJ16, DHOO 11 ApyTrHX IMTOKN-
HOB, KOTOPBIE 00YCIIOBIMBAIOT Pa3BUTHE XPOHUUCCKOTO
BOCITAJIUTENBHOTO TIporiecca [3].

B GonpmmHCTBE ciydaeB KIMHUYCCKUE TPOSIBIIC-
HUS 3200JeBaHus 00YCITOBICHBI BEICOKOTICHETPAHTHBI-
vu mytanusvu MEFV (p.M694V, p.F148Q, p.M6801,
p-V726A, p.M694I1), kotopbie oOHapykuBaroTcst y 70—
80% manuenToB [6]. B Hacrosmiee Bpems caurtaercs,
YTO [IPU aJeKBAaTHOM MOHUTOPHUHIE U KOPPEKTHOU Tepa-
nuu CCJI sBnsieTcs XOpoIo KOHTPOIMPYEMOU MaToso-
rueit [7-9]. OHaKo B HEKOTOPBIX CIyYasiX pa3BUBAIOTCS
CepbE3HbIE OCIOKHEHUS, SBISIOIIMECS IPUIMHON He



