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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
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TOJBKO CHMIKEHHS KadecTBa ku3HH maruentos ¢ CCJI,
HO U JIETaJbHBIX UCXO/IOB.

Hau6onee gacteim ocnoxuenuem CCJI sBasieTcst
MUKPOILIMTApHAs aHEMUs, CBSI3aHHAs C IEPCUCTUPYIO-
IIUM XPOHUYECKUM BochajleHueMm. Yactora aHeMuu
nocturaet 53% y manueHToB, KOTOPBIM BIIEPBBIE AHa-
raoctupoBasii CCJI, u 31% — y G0NbHBIX, KOTOPBIE Ha-
XOJIMIIACH Ha Tepanuu KoiaxuuaoM [ 10, 11]. CornacHo
pesynbeTatam ucciepoBanuit K. Barut et al. [12], Bo3-
HUKHOBeHHUe aHeMmuu y nanueHToB ¢ CCJI o0ycnoBneHo
TEHETUYECKH. ABTOPHI BBIIBIIM, uTO y 48% neteil ¢
MEPCUCTUPYIOIIEH aHeMUeH 0OHapy>KUBACTCSI My Tallus
p-M694V B roMO3UTOTHOM COCTOSIHUU.

JpyruM oclnoKHEHHEM, UMEIOIIUM CYIIECTBEHHO
MEHbIIIee 3HaYeHUe JUIsl MPOTHO3a 3a00JIeBaHMUS, SIB-
nseTcs crnaeunas 6onesus [4, 13]. Ilo muenuto E.C.
®denoposa u Ap. [3], cnaecuHas 0osne3Hb GopMuUpyeTcs
y nauueHToB ¢ CCJI kak McXoa MOBTOPSIFOIIMXCS dIU-
30/10B aCENTUYECKOTr0 NEPUTOHUTA WM KaK pe3yJabTar
4acTO HEOOOCHOBAaHHBIX XHUPYPrUUECKUX BMEIIATEIbCTB
(anmeHIPKTOMUM, XoenucTakromuit u T. 1.). [.I. Ama-
psiH [4] yka3bIBaeT Ha TO, YTO OOJIBIIMHCTBO MAUCHTOB
¢ IIb uMeroT nepuToHeabHbIE CIANKU, HEPEIKO OCII0XK-
HAIOIIME TedeHne 3a00eBaHus Pa3BUTHEM CIIACYHOMN
(MexaHWYeCKOH ) TOHKOKHILIEYHOW HEMPOXOTUMOCTH.

B uucne ocnoxuennii [1b cnenyer ormetuts 1 pas-
BUTHE CIJICHOMETaJliK, KoTopas Bcrpedaercs y 10-60%
nauentos [14, 15]. I. Ben-Zvi u A. Livnech [14] yka-
3BIBAIOT TAKXKE HA BBICOKYIO BEPOSITHOCTH 3aJ€PKKHU
pocrta 'y nereil. 9To MOKeT ObITh 00YCIOBICHO CHHUKE-
HUEM MHUHEpaJbHOW IUIOTHOCTH KOCTHOM TKAaHU, KOTO-
pyto S. Salah et al. [16] oOnapyxumu y 22-30% naru-
entoB ¢ CCJL

[To MHeHHIO psizia aBTOPOB, BHICOKAST BOCTIATHTEb-
Hast akTuBHOCTH Ipu CCJI Takke MOXET ObITh MPUIH-
HO HEBBIHAIIMBAHHUS OEPEMEHHOCTH, IPEKICBPEMEH-
HBIX pOJIOB U Jaxke Oecrumous [4, 10, 14]. OcHOBHBIMU
MpUYUHAMHU WHQEPTUIBHOCTH CYUTAIOT BIHUSHUE KOJI-
XUIMHA Ha MOJBWKHOCTH CIIEPMAaTO30UJI0B Y MYXK-
YUH. Y JKCHIIUH KOJXWIIUH CHIXKAeT MOJBMXHOCTH
PECHUTYATOTO AIUTENNs MaTOYHBIX TpyO. becrmonne
y JKEHIIIMH CBS3bIBAIOT C BHICOKON BOCIIAJINTEIBHON aK-
TUBHOCTBIO 3200JIeBaHUS, OMIOCPEIOBAHHO BIUSIOICH
Ha TOPMOHAJIBHBIIN (OH, a TakXkKe CIIacyHOil OOJIE3HBIO
BCJIE/ICTBUE PELUANBHUPYIOIINX IEPUTOHUTOB [4, 9, 17].

Kpowme Toro, I. Ben-Zvi u A. Livnech [14] otmeua-
10T y B3pocibIX nanueHToB ¢ [1b noBbleHHbIN pHUCK
pas3BUTHS ceplieuHbIX 3a0oneBanuii. [1o nx HabmoneHN-
s, 1 6ompHBIX CCJI XapakTepHO TakKe CHIDKCHHE
Ka4yecTBa KU3HU, JICTIPECCHs] U PACCTPONCTBA IICUXUKH.
I'T. Amapsia [4] npuBOIUT JaHHBIE O TOM, YTO U y HEJle-
YCHHBIX JIeTeH, 0COOCHHO MU paHHeH MaHH(pecTaun
W YacThIX MpHUCTyNax O0JE3HH, HEPEIKO BBIPAKECHBI
Na0UIBbHOCTh HEPBHOW CHUCTEMBI, MPU3HAKU TIOJIOBO-
ro uH(GaHTUIN3MA, TPOSBICHUS HEHPOIHTOKPHUHHON
HEJ0CTAaTOYHOCTH, a TAK)KE OTCTaBaHUE B (PU3UYECKOM
Pa3BUTHH, KOTOPbIE, OTHAKO, YCTICITHO KOPPUTUPYIOTCS
KOJIXULIMHOTEpaNuen.

Hawnbonee TsoxensiM 1 onacHbIM ocnoxueHneM CCJI
SIBJIIETCSI aMUJIOU]103, KOTOPBIN BIMSIET HE TOJIBKO Ha

32

KaueCTBO U NMPOAOKUTEIBHOCTh KHU3HU TAIHEHTOB C
CCJI, HO MOXET TaKXe MPUBCCTH K (haTaIbHOMY HC-
xony [1, 2, 4, 14, 18]. AMMWION103 WU aMUJIOUAHAS
TUCTpOdUS MpeacTaBiasieT coO0i pasHOPOIHBIC MO
MPOUCXOXKICHUIO HAPYIICHHUs OEIKOBOTO METa0O0IH3-
Ma, XapaKTePU3YIOIINECs BHEKJICTOUHBIM OTIOKCHUEM
B TKaHSX Pa3IMYHBIX OPTraHOB 0COOOTO IIHKOIPOTEHU-
na —ammonaa [19]. AMunons cocTout u3 GuOpHILIp-
HBIX 0eJIKOB (F-KOMITOHEHT) ¥ TIIMKOIIPOTEHI0B IJ1a3Mbl
kpoBH (P-kommoHeHT). B nepudepuueckoit kpoBu mo-
BBIIIACTCSI KOJIMYECTBO HEHTPO(DMIIOB M 0CTPO(ha30BBIX
OenkoB: C-peakTUBHOTO OejiKa, CBIBOPOTOYHOIO Oel-
ka-ammtonsa A (SAA). OcHoBy ¢popmupoBanust Gpuod-
PWLISIPHOIO KOMIIOHEHTA aMUWJION1a COCTaBIsIeT SAA.
W3 ceiBopoTouHOro SAA-npeaiiecTBeHHUKA B TKaHIX
oOpazyetcst AA-Oenok (Oestox amuinonna A), KOTOPBIi
U SIBIIICTCS] OCHOBOM aMUJIOUAHBIX (HuOpmit. Gubpui-
JBI AMHJIONIA U TUTa3MEHHBIX KOMIIOHEHTOB 00pa3yroT
KOMIIJICKCHBIC COCTMHEHHSI C XOHAPOUTHHCYIIb(aTaMu
TKaHM C y4aCTHEM IeMaTOTCHHBIX KOMIIOHEHTOB, CPEAn
KOTOPBIX OCHOBHBIMH SIBIISIIOTCS (PUOPUH ¥ IMMYHHBIE
koMmIuiekcsl [11]. B ponu ammiionno0mactoB BeICTyIIA-
10T B OCHOBHOM Makpo(aru-MOHOIUTEI, a TAKXKe IIa3-
MaTH4ECKHE KJICTKH, (GUOPOOIACTHI, PETUKYIOHUTHI U
SHJOTENNATIBHBIC KIeTKH. Makpodaru nepepadaTbiBaroT
Ha CBOEH MOBEpXHOCTH A A-OeNIOK B MOJTHOIICHHBIE aMH-
JouHbIe (PUOPUILTBI U OTKIJIA/IBIBAIOT €TO B MEKYTOUHON
TKanu [ 1, 20]. AMuiion 1 OTKIIabIBa€TCsl BO BHYTPEHHEN
U cpeiHel 000JI0YKaxX apTeproll U CyORH IOTEINAIBHBIX
o0nacTsX BEHyN BCeX BHYTPEHHUX opraHos [21]. Cym-
peccusi XpOHMYECKOW BOCHAJIUTENbHOM aKTHBHOCTH
MOCPEACTBOM MOAEPKaHNUsT HOPMAJILHOTO YPOBHS CHI-
BOPOTOYHOTO OesiKa aMHJIOnJa A B MEXIPUCTYITHBII
MEepPHOl MOXKET IMPEIOTBPATUTh PA3BUTHE aMHIIONI032,
YTO 0COOCHHO Ba)KHO y MAIMEHTOB C CEMEHHBIM aHaM-
HE30M, OTATOIICHHBIM aMUJIOUI030M [7].

Amunonnos, pazsusatouuiics mpu I1b, otHocures k
TPyIIE BTOPUYHBIX TOPAKEHUH, TPOTEKAIOIINX Ha (POHE
psAla XpOHMYECKUX BOCHANTUTEIBHBIX 3a00IeBaHUM,
TaKUX KaK PEBMATOMIHBIN apTPUT, CUCTEMHAas KpacHas
BOJTYAHKA, aHKWIO3UPYIOIMINI CIIOHUI0apTPO3, ICOPHU-
aTUYeCKUH apTpHT, SI3BEHHBIN KouuT, 60one3ns Kpona,
auMQOoTrpaHylIeMaTo3, 0CTCOMHUEIUT, OPOHXOIKTATH-
yeckas 00je3Hb U apyrue [4, 22]. Yactora pa3BuTUs
ammton1o3a ipu CCJI, o n1aHHBIM pa3InYHbIX aBTOPOB,
cocrasisget oT 1040 mo 60-70% [1, 11].

K HacrosimemMy BpeMeHH YCTaHOBJICHO, UTO YacTOTa
aMHIJIONJI03a 3aBUCHUT OT psiaa ¢axTopoB. Eme B KoH-
e npouutoro Beka M. Shohat et al. [23] u A. Livneh
et al. [24] yOenuTenbHO MOKa3aid, YTO 3HAYUTEIILHYHO
POJIb UTPACT ITHUUCCKOE MPOMCXOXKACHNE MALUCHTA.
B gacTtHOCTH, Y HEJICUCHBIX MMAIIUEHTOB TYyPEIKOTO MpPo-
HCXOXKJIEHMs yacToTa aMmuiiono3a nocruraer 60%, y
eBpeeB-cedapnos — 75% [23, 24]. B Apmenun 10 Ha-
Yaja MIMPOKOTO BHEAPEHUS KOIXUIIMHOTEPAIINH BCTPE-
4aeMOCTh aMmiionsio3a y nereil, crpagatomux CCJI,
nocrturana 16,5% [4]. B uccnegoBanuu 470 nmanueHTOB
n3 M3panis aMUIou103 pa3iiuyHON JOKaIH3auy ObLI
obOHapyxkeH B 26,9% cinydaeB [25]. Ha 3aBucumocTh
YaCTOTHI aMIJION 032 OT 3THHUYECKOH MPUHAIIC)KHOC-
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TH MalMEHTOB yKasbIBatoT Takxke A.B. Mankou [11]
0O.C. Jlo6anoBa, E.B. Bonommnosa [1].

B 2001 roxy E. Ben-Chetrit u R. Backenroth o6na-
PYXuiu, 9To (HaKTOpOM PUCKa aMUIIOU]03a SABIACTCS
MmyTarust M694V, 0coOeHHO B TOMO3UTOTHOM COCTOSI-
Hu [26]. [1o muenunto M. Tunca et al. [27], ocHOBHbIMU
(haxTOpamu pucKa MOMHUMO BBICOKOTICHETPAHTHON MyTa-
uuu M694V, sBisirorcs Takke Ooliee MO3aHUNA BO3pacT
nocraHoBky nuarHoza CCJI u Hanuume aMuIon103a y
poacteenHukoB. E.C. ®enopos u C.O. Canyruna [13]
MOAYEPKUBAIOT, YTO FeH-MOAu(rKaTop TeueHus 00Ie3HN
SAA1 sBriseTcst BaKHBIM (PaKTOPOM PHCKA: HATUUYHUE
TEHOTHUIIA a/a 3HAYMMO MOBBIIIACT PUCK PA3BUTHUS aMHU-
JI0u103a.

CyliecTBeHHOE 3HAYCHNUE UMEIOT TakkKe (DaKTOpHI
OKpy>xaroteil cpeapl. Tak, y apMsiH, €BpeeB U TYpOK,
MPOKMUBAIOIINX BHE CBOMX CTPaH, YaCTOTa aMUJIOU103a
CylI€CTBECHHO HUIXKE, YEM Y HpeﬂCTaBHTeﬂeﬁ 3THX K€
9THOCOB, MMPOKUBAIOIIUX HA CBOCH UCTOPUUYECKOH PO-
AWHE, MPUYEM I'CHETUYCCKU OHU HE OTIIMYAKOTCA OPYT
ot apyra. [1o HeKOTOpbIM JaHHBIM, CTPaHA MPOKUBAHUS
MOXeT OBITh JJake Oosiee 3HAYMMbIM (PaKTOPOM pa3BU-
THS aMHJIOHU]103a, YeM TeHeTHueckue GakTopsl [28].

B kadyecTBe KIMHUYECKOTO MPEAUKTOPA MOBBIIIEHHO-
o pucka pa3BuTus ammiaonnosa H.A. Myxus u nip. [29]
Ha3bIBAIOT HAJIMYWUE apTpUTa.

E.C. ®enopoB u ap. [3] 0TMEHAIOT, YTO B JJOKOJIXHITHU-
HOBYIO 3II0XY, TO €CTbh JI0 IIUPOKOTO BHEIPEHUS B TIPaK-
TUKY TEPaUy KOIXUIIUHOM, aMIJION103 ObLT OCHOBHOM
npuunHoi rudenu naruentos ¢ CCJI. B HacTosImee Bpe-
M, cortacHo pekomenaanusiMm EULAR (2016), neuenne
KOJIXUIIMHOM JIOJDKHO OBITh HA3HAYEHO HETIOCPENICTBEH-
HO cpa3y IOCJie yCTaHOBIEHHS KIIMHUYECKOTO JTUarHO-
3a. OgHou u3 3ama4 jgeueHusd I1b aBnseTcs nogasiieHue
XPOHUYECKOTO CYOKITMHIYECKOTO BOCIIATICHHUS 1 OCTPO-
(ha30oBbIX TOKa3aresei, B 4aCTHOCTH, CHIBOPOTOYHOTO
Oenka amMmmwiionzia A, a TaKke MpeloTBpalIeHUE Pa3BU-
THUL BTOPUYHOTO aMUWJIONZ103a U APYTUX AOJTOCPOYHBIX
OCJIO)KHEHUH [7].

Hecmotps Ha TO, 4TO aMUIIOH103 Pa3BUBACTCA B JIFO-
OOM OopraHe W TKaHH, aMHJIOMIHOE MOPAXKEHHUE TOYEK
UTPaeT OMPECIIAIONIYI0 POJIb JUISl TPOTHO3a U KU3HU
6omnbHOoTrOo CCJI. Ilpu pazsutun AA-amMuIIon103a moy-
ku nopaxkatorcst B 100% ciyuqaes [1, 11, 20]. I'.T. Ama-
psiH [4] yKa3bIBaeT Ha TO, YTO OCOOEHHOCTBHIO aMHUIIO-
HUIHOT'O MOPAKCHUS IMOYCK ABJIACTCA €T0 Pa3BUTHUC Y
HCJICYCHHBIX UJIK HEPCTYISAPHO JICUCHHBIX NAIIMCHTOB B
OCHOBHOM 10 40-51eTHero Bo3pacra. B nporuecce omoxe-
HUS aMUJIoOnaa B IMOYCYHOM TKAHU U BBI3BAHHOI'O MM I10-
PpaKEeHUsI MPOCMAaTPUBACTCS OIPENIeNICHHAs! CTAIUIHOCTb.
Brinenstor 4 cragun aMuiIon103a MoYeK: JaTEHTHYIO
(IMCIPOTEeNHEMUYECKYTO), TPOTEHHYPUIECKYT0, He(hpo-
THUYECKYIO (OTEYHYI0) U YPEMHUUECKYIO (a30TEMHYECKYIO)
[4, 11]. Jnst monTBEep K ACHNS AMAarHO3a aMUJION103a Ma-
nuentam ¢ CCJI u npotenHypueii HeoOX0aUMO TIPOBe-
nenue Heppobuorcuu [7, 30]. [Ipu mopdonorugeckom
WCCIIeIOBAaHHUH MTOYEK PH OKpacke orontaros 1o Congo
Red BBISIBISIFOTCS TUITUYHBIC aMUJIOMTHBIE JICTIO3UTHI [4].

[To muenuto Y.H. KnoukoBoii u .M. Baxno-
BOi1 [31], B OONBIIMHCTBE CIy4aeB aMHIIOHM]IO3 ITOYEK
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npu CCJI nporekaeT 6€CCHMITOMHO, a MAI[HEHTH! 00-
palaroTcsl B OCHOBHOM C Kaj00amMu, 00yCIIOBICHHBIMU
OCHOBHOM MaroJiorueii, To ectb camoii I1b. HaubGomee
4acTo ’Kaj00bl, 00yCIOBICHHBIC aMUIONI030M, SIBIIS-
I0TCS TpU3HakaMu Hedporuueckoro cuaapoma (HC).
Cunraercs, YTO reMaTypHs U apTepuasibHasi THIICPTCH-
3ust Juia CCJI He xapaxtephs! [31].

BonpmmHCTBO HecnenoBaTenei MoIIepKUBAIOT, UTO
AA-aMuIouJ103 MOYEK SIBJISETCSI OCHOBHBIM OCIJIOKHE-
Huem CCJI, onpenensromum nporHo3 3adbonesanus [4,
7, 8, 32]. On ucromaer aganTaiiiOHHBIC BO3MOXHOCTH
OpTaHu3Ma, MPUBOANT K IIPOTPECCHPOBAHUIO MpoIecca
U pa3BUTHIO TEPMHUHAIBHOM [10YEYHON HEAOCTAaTOYHOC-
¢ (XITH) n panneii cmeptroctH [1, 13, 29]. A.B. Main-
ko4 [11] oOpamaer BHUMaHUE Ha KIMHUYECKUE OCO-
6ennoctu XITH npu amunonznose B omtnune ot XITH
B HcXoze Ipyrux 3abonesanuil. K HUM oTHOCATCS CO-
xpanenue HC ¢ MaccuBHOI NpoTeUHYypUEH, pa3BUTHE
apTepHUaNbHON THIOTEH3UH U OOJIBIINE Pa3Meph OYEK.
CrnemyeT OTMETUTh, YTO OOJIbIIas YacTh MAIUECHTOB C
CCJI 1 aMuI0M1030M B KOHEYHOM CUETE HYXKIAETCs
nu60 B Auanuie, 1100 B TPAHCIUIAHTAIUHU MOYeK [4,
7]. OnHako B JUTEpaType OMUCAHBI JUIIb EAUHUYHbIE
ClTydad yCIEIIHOM TPaHCIUIAaHTALUHU MOYKU MPU aMU-
JIoUJ103€ y nanreHToB nerckoro Bozpacta ¢ CCJI [33].

B nomynsimmonHOM ucciienoBaHuu B Typuun ObLIO
YCTAHOBJIEHO, UTO A A-aMIJIOU/103 [I0YEK Pa3BUBAJICS Y
12,9% namuentoB ¢ CCJI [27]. CorntacHo pe3yibTaTam
uccnenoanus D.M. Dcenoa u jp. [ 18], HaOmonaBIMx
21 B3pocioro namuenta ¢ [1b, y 4 u3 Hux Obuta jaua-
THOCTHPOBAHA IIPOTCHHYPUYCCKAs! CTAIHSI aMUION1032
MOYEK.

I'T. Amapsn [4] yka3bIBaeT Ha TO, YTO y JIeTel oc-
HOBHOE 3HAUCHNUE /TSI PA3BUTHS TOYEUHOTO aMHIJION103a
HMEET COUYCTAHNE OMPEICICHHBIX TOMO3UTOTHBIX T'€HO-
TUNoB AByX reHoB MEFV (M694V/ M694V renotun) n
SAAT1 (a/a uzodpopmsbl), TO €CTh T€ ke (HAKTOPHI PUCKA,
KOTOpBIE ONPEICIAIOT Pa3BUTHE aMHUIION103a BOOOIIIE.
K npyrum ¢akropam pucka aMHION03a IIOYCK aBTOP
OTHOCHT MY’KCKOH I10JI, CEMEIHbBIN aHaMHe3, HeperyJsip-
HYIO KOIXHUIIHHOTEPAITHIO, POKETIOIOOHYIO 3pUTEMY, 3a-
TSDKHOE TEUECHHE aPTPUTOB, CITICHOMETAJIHIO M PAHHIOIO
manugecranuio 11b.

ITo muenuto A.B. Manxkou [11], pa3Butue amuionio-
3a y JIeTeil B ONpe/eIeHHON CTEIeHN 3aBUCUT OT KOJIU-
yecTBa nepeneceHHbIx nprucTynos [1b. Io Habmronennio
aBTOpAa, AMUJIOUJI03 TTOYCK HAOIIOANICS Y TEX MAlUEHTOB,
KoTopsle nepeneciu 6omnee 130-150 npuctynos I1b, Tor-
Jla KaK y JIeTeil ¢ MEHBIINM KOJIMYECTBOM aTaK JaHHOTO
OCJIO’KHEHUSI He Habmonanock. ClieryeT OTMETUTD, YTO
netu ¢ HC nepenecnu HanOosbIee 9uCIIO MPUCTYTIOB —
ot 240 1o 260. OmHako mogoOHas 3aKOHOMEPHOCTh HE
SBIISCTCS A0COMIOTHOM, M Y HEKOTOPBIX TAI[MEHTOB, He-
cMOTpsl Ha yacTble npuctynsl 11b, ammionnos He pas-
BuBaics. Pa3Butne ammiiono3a B OONbIICH CTCIEHU
omnpenensieTcss 0COOEHHOCTMH CTPOSHHsSI OeKa-Tpe/-
IICCTBCHHMKA Y JAHHOTO MAIMEHTa M TeHETHYECKOIi CIIo-
COOHOCTBIO Makpo(haroB CHHTE3UPOBaTh aMmuious [11].

Psit aBTOPOB yKa3bIBAIOT HA TO, 9YTO HECBOEBPEMEHHO
noctasyieHHbIN Auarno3 CCJI npruBOanT K OTCPOUYEHHO-
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My Hayally Tepanuu, YTO YBEIMYUBAET PUCK PA3BUTHUS
aMmuiono3a, u coorserctBenHo XIIH. Pa3zputue mo-
yeyHoro ammiono3a npu [1b MoxxHO npegoTBpaTuTh
aJICKBaTHOW U PETYISAPHON KOJXUIIMHOTEepAueH, gaxe
B CJIy4ae Pe3UCTEHTHOCTH K Ipenapary 1 MpH Mpoaoi-
JKEHUU TIpUCTYNoB [3, 4].

[Tomumo nouek, HakoruieHne amuitonaa npu I1b or-
MeJaeTcs M B IPYTUX B OpraHax, riae Makpodaru 3aHu-
MaloT (PUKCHPOBAHHOE IMOJIOKCHHUE — MOYKaX, MEYCHH,
cenesenke. [lo muenuto H.T. Barytuna u np. [7], npu-
OM3UTENBEHO B TPETH CIIyYaeB aMIJIOWIHBINA IIPOIECC
3aTparuBaeT HAAMOYEUHUKH, a TAK)KE MOXKET MOPaKaTh
KEJTyJOYHO-KUILIEUHbIH TPakKT, cepAle, SUUKHU, IUTO-
BHUIHYIO *kenesy [1, 5, 20, 34].

CepredHslii aMHIIONUI03 TIPOSIBIISIETCS KapIuoMera-
JUeil U yTOoNILEHNEeM KJIalaHoB CeplLa, BHYTPUKeEy-
JIOYKOBOM IEPEropoAKy U CTEHKH JIEBOTO JKEIYI0UKa.
B Muoxapae pasBuBaeTcs arpodusi KapAHOMUOLIUTOB
BCJIEZICTBUE CMELICHUS MBILIEYHOM TKAHU HAKOIMBIIEH-
csl B cTpomMe amMuiionaHoN mMaccoit [35]. Hecmorpst Ha
penKue ciay4yau BOBJIEUEHHS Cepjla, sl aBTOPOB pac-
CMaTpUBaeT aMUJIOUHOE MOPaXKEHHE ITOr0 OpraHa B
Ka4yecTBE BAXKHOTO (pakTopa, ONmpeAesSoNIero NporHo3
3a0oneBanus [5, 7, 19].

Taxum 00pa3om, JaHHBIC JTUTEPATYypPHl CBHICTEIb-
CTBYIOT 0 ToM, uTo TeueHrue CCJI MOXKET OCIOKHATh-
Csl MHOTOYHCIICHHBIMU M Pa3HOOOPa3HBIMU IO CBOMM
KIIMHAYECKUM TPOSIBIICHUSAM cocTosHIsIMU. Hanbomee
OITaCHBIM OCJIOKHEHUEM SIBJISIETCSI aMIJION]103, KOTOPBIH
paccMarpuBaeTcst OOJIBIIMHCTBOM HCCIIEOBATEICH KakK
KHU3HEYTPOKAIOIIEEe COCTOSIHNE, 0COOECHHO B CITydae Imo-
paxkeHus mouek. B cBA3M ¢ MUTPAallMOHHBIMU IPOIIEC-
CaMH ¥ POCTOM YHCIIa MeXdTHIYeCKuX OpakoB, CCJI B
21-M Beke yxKe He paccMaTpHUBaeTCs Kak HIEMUYHOE
3a0o0JeBaHKe, IPUCYIIEE TOIBKO OMPeeIEHHBIM YTHH-
YECKUM IpyIIaM, IPOoKUBAIOIIUM Ha OrpaHMYEeHHON
TeppuTopun. YBenuuuBaromiascs gactora I1b obyc-
JIOBJIMBAET HEOOXOAUMOCTh IIUPOKOTO O3HAKOMIICHHUS
MPAKTUYECKUX Bpayel pa3NyHbIX CIIEIUAJIbHOCTEN C
JIAaHHBIM 3200JICBAHUEM, €r0 OCIIOKHEHHSIMU U (haKTO-
pamu pUcKa UX pa3BUTHSL.
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IQI'BOY BO Tsepckoti eocydapcmeenHulii meOuyunckuil ynusepcumem Munsopasa Poccuu
2I'BY3 TO «Obnacmuoti knunuueckuil nepunamanvHoiii uenmp um. E.M. baxkyHunoti»

B cTraTrhe npuBeJeH aHAJIN3 COBPEMEHHBIX JAHHBIX, KACAIOIMXCS MATOreHe3a MpeskJAeBPeMEeHHbIX PO/I0B.
Ipe:xaeBpeMeHHbIe POIbI — KJII0YeBasi MPodJjeMa aKyliepcTBa BO BceM Mupe. B 0630p BK/II04eHbI 0TeyecTBEHHbIE
U 3apy0eskHble myOauKanuu, Haiiienusle B PubMed no nanHoii Teme 3a nociaennue 10 jeT, mpoaHaan3upoBaHbI
OCHOBHBIE 3BeHbsI IATOTeHe3a NMpekIeBpeMeHHbIX poaoB. [lokazaHo, 4To 3HaHHe MATOreHe3a MOMOKeT B JaJIbHeli-
1IeM BBISBUTH crienn(uuecKne NPOrHOCTHYECKHE MapKepPhbl MpPeskKIeBPeMEHHBIX PO/IOB U IIPOBECTH a/IEKBATHYIO

Tepanuio B 3aBUCUMOCTH OT NPUYUHBI.

KuroueBble ciioBa: npescoespementvie poobl, NPUYUHbL, NAMO2EHE3.

CURRENT DATA ON CLINICAL AND PATHOGENETIC

FEATURES OF PREMATURE BIRTH

L.V. Gureeva'?, O.V. Chistyakova'?, O.V. Radkov!

"Tver State Medical University
2Regional clinical perinatal center named after E.M. Bakunina

The article presents an analysis of current data on the pathogenesis of preterm birth. Preterm birth is a key obstetric
problem worldwide. The review includes domestic and foreign publications found in PubMed on this topic over the past
10 years, and analyzes the main links in the pathogenesis of preterm birth. It is shown that knowledge of pathogenesis
will help in the future to identify specific prognostic markers of preterm birth and conduct adequate therapy depending

on the cause.

Key words: preterm birth, causes, pathogenesis.

[IpexneBpemennsie posst (ITP) mponcxonsar B cpox
¢ 22-i mo 37-10 MoNHYy Hexemro recranuu (259 nHei
OT Hayaja TocyeJHeld MeHCTpyaluu). B Hacrosmiee
BpeMsI SIBIISTIOTCST BAKHOHN JeMOTpaguIecKoil U Meau-
KO-COIMAJIBHOMN TTPOOIEMOH, TOCKOJIBLKY 3TO OCHOBHAS
MIPUYMHA HEOHATAJIbHOW CMEPTHOCTH U 3a005IeBaeMocC-
TH HOBOPOXKICHHBIX BO BceM mupe [1]. Hacrora IIP 3a
MOCTIeTHUE JIECATUIICTHS HE CHIXKAETCS U KOJeOIeTcs oT
5% o 18% [2]. B Poccum sToT mokaszarensb cOCTaBIsIET
B cpegHeM 7%. IlepunaraibHasi CMEPTHOCTD HAIIPSIMYIO
3aBUCHUT OT CPOKA T'eCTAllMM U MacChl Tejla HOBOPOXK-
neHHoro. Camblil BBICOKHMI TOKa3aTellb epuHaTaJIbHON
CMEPTHOCTH y JI€TeH C IKCTPEMaIbHO HU3KOM Maccoi
Testa ot 500 no 800 . Ha moiro HEqOHOIIEHHBIX JETEM
npuxoaurcs 60—70% ciiydaeB paHHelW HeOHaTalIbHON
CMepTH, a 3a00JIeBaEMOCTh CPEIN HEIOHOIICHHBIX JIe-
Tell B 3—4 pasa BblllE, YEM Y JOHOUIEHHBIX. B Teuenue
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JIBYX JIET I10CJI€ BBIUCKU U3 OTAENEHHsI NaTOJIOTMH HO-
BOPOXKAEHHBIX 2—5% NeTeil yMUparoT OT IpUYMH, CBS-
3aHHBIX C HEJIOHOUIEHHOCTHI0. MepTBOPOXKACHHUE TTPU
[1P nabmronaetcs B 8—13 pa3 uvaiie, 4eM IpU CPOUHBIX
ponax [3]. [ToaToMy HEOOXOMUMO JalbHEUIIICEe U3yUe-
HUE U COBEPIICHCTBOBAHMS HOBBIX JIUATHOCTHUYECKUX U
Je4eOHBIX MEPOTIPUATHA.

B nacrostiiee Bpemst [1P Bxonsat B rpynmmy O0ibIIAX
aKyIIEPCKUX CHHIPOMOB, YUUTHIBass OOIINI marore-
HETUYECKUN MEXaHMU3M M YIEJbHBII BEC B CTPYKType
MepUHATAJIbHONH CMEPTHOCTU U 3a0oJeBaeMocTu [4] ¢
y4acTHEM IUIOJIOBBIX, MATEPUHCKUX, OTLOBCKUX U 3IIH-
reHeTu4eckux (hakropos [5—6]. CanuTaercs, 4To TOJIBKO
B3aMMOJICHICTBIE MHOKECTBEHHBIX (DAKTOPOB CITIOCOOHO
BBI3BaTh HAYaJI0 POJOBOIl esTeNbHOCTH [7].

Jlis yno6erBa kimaunuctoB C. Lockwood et al. B
2005 r. BBIIENIUIN YEThIPE OCHOBHBIE I'PYIIIBI IPUYHH



