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€ 006pOKAYECMBEHHBIMU ONYXONAMU U ONYXONEBUOHBIMU 00PA308AHUAMU AUYHUKOB.

Mamepuanvt u memoodwt. [Ipoananuzupoeana yismpacmpykmypa MuKpoOuoncuii umopuanvHo2o omoeia MAamoyHbix
mpy6, nonyuenHvix om 63 nayueHmox penpoOyKmugHoO20 603pacma ¢ 00OPOKA4eCmMEeHHbIMU ONYXOIAMU U ONYX0NeBUOHBIMU
obpazosanuamMu AuyHUK08. Hccneoosanue nposoounu nocpeocmseom MpaHCMUCCUOHHOU U CKaAHUpyrowell 31eKmpOoHHOU
MUKPOCKONUU.

Pesynomameut. 'Y nonogunvt nayuenmox Ovliu  OOHAPYIHCEHBL BGbIPANCEHHbIE MOPPODYHKYUOHATbHbIE HADYUICHUS,
Xapakmepubvili NPU3HAK KOMOPbIX — HAAUYUEe AMUNUYHBIX PECHUYEK C MHOMNCECMBEHHbIMU AKCOHeMamu U aHOMAnusMU
CMpPYKmMypol nepexoOHOU MpPaH3umHoil 30Hbl pecHU4ex.

Bu16oowt. Moowcno npeononodcums, 4mo 8viAenenHble YIbMPACMPYKMypHble USMEHEeHUs Uueparom 3HAYUMyI0 pOib
6 amuonamozenesze 00OPOKAYECMBEHHBIX HOB00OPpazoeanuil ssuunukos. Qbcyscoaemcesy, 4mo aHOMAAUU MPAH3UMHOU 30Hbl
AMUNUYHBIX PECHUYEK MO2YM OblMb U 2eHemuyecKy 00y Cci08IeHHOU PopMOtl YUurUONnamuil.
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OHYXOHM npaarkoB MaTKu

Objective. The objective is to study the condition of the fimbrial portion of fallopian tubes in women of reproductive age
who have benign tumors and tumor-like lesion of the ovaries.

Materials and Methods. The ultrastructure of microbiopsies of the fimbrial portion of fallopian tubes obtained from 63
patients of reproductive age who had benign tumors and tumor-like lesions of the ovary was analyzed. The examination
was performed using a transmission and scanning electron microscopic method.

Results. Apparent morphofunctional disorders which were characterized by the presence of atypical fimbriae with multiple
axonemas and structural anomalies of intermediary transition zone of fimbriae were detected in half of the patients.

Conclusions. It can be suggested that the identified ultrastructural changes play a significant role in etiopathogenesis of
benign ovarian tumours. The question of whether the anomalies of transition zone of atypical fimbriae could be a geneti-
cally induced form of ciliopathies is being discussed.

Key words: benign tumours and tumour-like lesions of the ovary, uterine (fallopian) tubes, ultrastructural analysis, atypi-

cal fimriae.

JloOpoKadeCTBEHHBIE OMYXOJIA M OITyXOJICBU/I-
Hble oOpa3oBanus sudHUKOB (IO u OOS) — ya-
CTO BCTpEYAlolas IaToJIOTHsI, 3aHUMAIOT OJHO
U3 TEPBBIX MECT Cpeau HOBOOOpPA30BaHUU KEH-
CKHUX TIOJIOBBIX OpraHoB. YacToTa BCTpe4aeMOCTH
KHCT U I0OPOKAYECTBEHHBIX OMyXOJIeH SUYHUKOB,
M0 JTAHHBIM Pa3JIMYHBIX aBTOPOB, 3a MOCJECIHUE
10—15 net BwIpocia ¢ 6 10 25%, MO-BUIUMOMY,
9TO CBSI3aHO C TOSBIICHHEM HOBBIX CIIOCOOOB JHa-
THOCTHUKHA JaHHBIX (opMm marosmoruu [4, 9, 56].
Ha nmomto 1006pokauecTBEHHBIX OMyXOJed U KHCT
SIMYHUKOB Tpuxoautcs ot 66,8 mo 90,3% Bcex
UCTUHHBIX omyXxosie 3tux opraHoB [9]. Kuctsl
SIMYHUKOB COCTABIISIIOT B cpenHeM 17% Bcex oBa-
puanbHBIX 00pa30BaHUi, 3HAYUTENbHAS YacTh KO-
TOPBIX MPEICTaBICHA OMYXOJIEBUIHBIMH PETCHIIH-
OHHBbIMH 0Opa3zoBanusamu (70,9% ciayyaes).

HecmoTpst Ha 4eTKyr0 KOOPAMHALIUIO IESITENb-
HOCTH BCEX OTJEJIOB MAaTOUYHOU TPYyObl, OCHOBHAS
(YHKIIMOHAJIbHAS HArPy3Ka JIOKUTCS HA JIUCTAITb-
HBIE CETMEHTBI, YTO TIOATBEPXKIACTCA WX Ooiiee
CIIO)KHBIM CTPOCHHEM U MPHUCYTCTBUEM B HHX

OCHOBHBIX PErylsTOPHBIX CyOCTaHIMU, obecre-
YUBAIOLIUX CJIAKEHHOCTh U B3aWMOJIEWCTBHE
MEXaHU3MOB KHHETUKH W JTUHAMHUKHU BCEH TPYyOBI
(cyOcTtannms P, racTpuH-pUIM3UHT IEOTHA U IP. ).
JluctaneHbli OTE] MaTOYHOU TPYOBI 1O CpaBHe-
HUIO C IPOKCUMAJIBHBIM OT/IEJIOM UTPAET, BO3MOX-
HO, O0Jiee BaXKHYIO POJIb B MIPOLIECCE HOPMAJIbHON
penpoaykiuu. MatouHas Tpyba He MpOCTO Sii-
LIEBOJI, a ropas3io Oojee BaXKHBIM OpraH B CHILY
ee (hU3MOIIOTMYECKON POJM B KU3HEIESTEIbHO-
CTH KEHCKOTo opranusma. Jlaxe Takoe TauHCTBO
OPUPOABI, KaK OIUIOJJOTBOPEHHUE, MPOUCXOAUT
UMEHHO B 3TOM OpraHe, 4TO TOBOPUT 00 YHHUKAIIb-
HOCTH BHYTPEHHEH Cpeibl 3TOM aHAaTOMHUYECKOU
CTPYKTYpPbl CO CBOMMM OCOOEHHOCTSAMH HMMYH-
HOW W TropMoHasibHOM cuctem [8]. C npyroi cto-
POHBI, COTNIACHO COBPEMEHHBIM IPE/ICTABICHUAM
(GuMOpHaNIbHBIA OTAEN MaTOYHBIX TPYyO MOXKET
OBITh NMEPBOUCTOYHUKOM OITYXOJH, B YaCTHOCTH,
HamOoJee arpecCMBHOrO HU3KoMUpdepeHupo-
BaHHOTO cepo3Horo paka [8, 31]. YuursiBas 310
00CTOSATENLCTBO, MHOTHE YUYCHBIE YIIEISIOT 00JIb-

Tabnuya 1
XapakTepucTuka Bo3pacta Bcex nanueHTok ¢ J1O n OOS], Bomeamux B o0cieoBaHne
N=63 M:+o Me ql q2 min-max
Bospacr 32,29+5,42 32 30,92 33,65 18-42
Tabnuya la
Pacnpenenenne no Bo3pactubiM rpynnam :keHmuH ¢ 10 u OOS, Bomenmux B o0c/iefoBanue
BospacTt nauueHToK KoaunuectBo uesioBek (n=63)
Jlo 20 et 1(1,6%)
20-39 ner 53 (84,1%)
Crapiue 40 ner 9 (14,3%)
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1I0€ BHUMaHHUE JETAIbHOMY H3yUYEHUIO UMEHHO
3TOTO OTJea MATOYHOU TPYOBI.

Bo3Mo)xHO, HOpManbHOE COCTOSHUE MaTou-
HBIX TpyO HapyIIaeTcs U Npu 100pOKaueCTBEHHbBIX
OITyXOJIIX U OIyXOJEBUAHBIX OOpa30BaHMAX SUY-
HUKOB. B COBpEMEHHOW JIMTEpAType COLAEPKUTCS
HEJI0CTaTOYHO paboT, B KOMILIEKCE pa3padaThiBato-
LIMX IPOoOJIeMaTUKY KOPPEISATUBHBIX MOP(OIOTH-
YEeCKMX WM3MEHEHMH B MUKPOApXUTEKTOHUKE Ma-
TOYHOW TPYOBI MPU MATOJOTMYECKUX M3MEHEHUSIX
B IIpelieax I'eHUTAJIbHOIO TPAKTa, B YaCTHOCTH,
IIpU  100pOKAYECTBEHHOM IIaTOJOTUMM SIMYHUKOB,
YTO, HECOMHEHHO, BJIEYET 3a COOON H3MEHEHME
(yHKUIMHA MaTO4YHOM TpyObl Kak opraHa pernpoayk-
TUBHOM CUCTEMBI. B 1€JIOM aHaiu3 JUTEpaTyphl,
MOCBAILIEHHOW COBPEMEHHBIM JaHHBIM O MOp(o-
JIOTUU MaTOYHBIX TPYyO, SKCHEPUMEHTAIBHOU pa3-
paboTKe M KIMHUYECKOM NMPUMEHEHHH, MO3BOJINII
BBISIBUTH HEOOXOIMMOCTD JAJIbHEHNIIIEr0 KOMILIEKC-
HOTO M3Y4YEeHUs CTPYKTYpPbl MaTOYHBIX TPYO B ycCll0-
BUSIX HOPMBI U TTaTOJIOTUH.

Ienp Halero ucciae0BaHus — U3yUYEHHUE CO-
CTOSIHUSA (UMOPHATIBHOTO OT/AeNa MaTOYHBIX TPyO
y JKEHIIMH PeNnpoAyKTUBHOTO BO3pacTa ¢ J00po-
KaueCTBEHHBIMU OIYXOJIIMU M OITyXOJIEBUIHBIMU
00pa3oBaHUSIMU STUIYHUKOB.

Marepuajbl 1 METOAbI

MsI nipoBenu o0OcineioBaHue U JeueHue 63 mna-
LIMEHTOK PENpOAYKTUBHOIO BO3pacta C J100po-
Ka4€CTBEHHBIMU OIYXOJIIMU M OITyXOJIEBUIHBIMU
00pa3oBaHUSIMU STUIYHUKOB.

I'pynmbl manueHToK A IUIAHUPYEMOTO XH-
PYPru4ecKkoro jgeyeHus GopMHUPOBATIU C YUETOM
cieayromux Kkpurepues. Kputepuu BKIIOUEHHUS:
BO3pacT a0 42 yer; Hamu4yue N00pOKaYeCTBEH-
HBIX OIyXOJIEH M ONYXOJIEBUJIHBIX 00pa3oBaHUMN
SMYHUKOB. KpuTepuu HCKIIOUEHHS: BO3pacT
crapme 42 JeT, HaJIW4YHE 3JI0KAYE€CTBEHHBIX
HOBOOOpa30BaHM; coueTaHHass ¢ JoOpokade-
CTBEHHBIMM OIYXOJIIMH U OILyXOJIEBUIHBIMU
00pa30BaHMUAMHU SUYHUKOB MATOJOTUS TMOJOBBIX
OpraHoB, COINYTCTBYIOIINE TOPMOHO3aBHCUMBIE
o0pa3oBaHMsl MaTKU; HAJIMYME OCTPOrO BOCHA-
JUTENBHOTO MpoLecca.

B oOcnenoBanue ObUIM BKIIOUEHBI KEHINU-
HBI PENPOJYKTUBHOIO BO3pacTa ¢ 00pa3oBaHUAMU
SIMYHUKOB TAKOTO pa3Mepa, YTO COXpaHsaach HOp-
MajbHas aHAaTOMMS PACIHOJOKEHUS BHYTPEHHUX
TIOJIOBBIX OPraHOB.

OHkoruHekosiorus N° 2’2014

[Mucemennoe n10OpoBOIBEHOE WH(GOPMHPOBAH-
HOE comiacue ObUIO MOJYUYeHO y BCEX MaI[MeHTOK
nepe] BKJIIOYEHHWEM B OO0CIIeI0oBaHHUE, KOTOpOE
ob110 omoOpeHo Komwurerom mo stuke MI'MCY
nmenu A.U. EBnokumoBa Munszapasa Poccun.

[Tarmentkam ¢ 10 u OO npoBoauiu ynsTpa-
CTPYKTYpPHBIA aHaIN3 S0UTENHs (HUMOPHAIEHOTO
OTJIeJIa MaTOYHBIX TPYO MOCPEACTBOM TPaHCMMUC-
CHUOHHOW M CKaHUPYIOIIEH AJIEKTPOHHOM MHKpPO-
ckonuu. Marepuan s UCCIENOBaHUS MOITyYaln
WHTPAOMNEPALIMOHHO BO BpeMs JieueOHOW Jama-
pockonuu (C pe3eKIuel MaToJOTUYeCKOd TKaHH
SUYHMKA 1 Ononcuel pparmMenTa GuMOpHaIbHOTO
OTJIeJIa MAaTOYHBIX TPYO CO CTOPOHBI MOpa)KeHUs/
MIPOTHUBOIIOJIOKHOU CTOPOHBI). DParMeHTHI SMHUTE-
nust pazmepoM 2—4 MKM (3—5 OT KaXKJI0¥ maIueHT-
k1) QuxcupoBanu 2,5% TIyTapoBbIM albIETUIOM
Ha 0,1M kakomunarHoMm Oydepe (pH 7,2) u 1%
OCMHEBOW KHCJIOTOH, O0E3BOKMBAJIM B CEpUU
CIUPTOB M 3aJMBAJIM B SMOKCHIHYIO CMOJY. YIb-
TPaTOHKHUE CPe3bl MOyyaau Ha YIABTPAMUKPOTOME
Reichert III, koHTpacTHpOBaJIM ypaHHUJIALIETATOM
U IHUTPATOM CBHHIIA U MPOCMATPUBAIHU B DIIEK-
TpoHHOM MuKpockone Hitachi 700H.

CornacHo NOCTaBJIEHHBIM 3ajjadyaM IPOBEACH
THIATEIbHBIA aHAJIN3 AaHAMHECTUYECKUX JaHHbIX,
HACJIEJICTBEHHOCTH, NIEPEHECEHHbIX 3a00sieBaHUN
(9KCTpareHUTaIbHBIX U THHEKOJIOTUYECKHUX ).

Haubonee dacto 100poKkauecTBEHHBIE OIYXO-
JU U KHUCTHl SIMYHUKOB BCTPEUANIUCH Yy KEHILHUH
B Bo3pacte ot 20 1o 39 ner (84,1%) u B Bo3pacte
crapure 40 net (14,3%).

Takum 00pazoM, MakcUMallbHasl 4acToTa BCTpe-
4aeMOCTH J100pPOKaYeCTBEHHBIX OIMYXOJIeH U OIMyXO-
JIEBUHBIX 00Pa30BaHUH SIMYHUKOB OTMEUEHA B TPYTI-
I1€ YKEHILMH CPEIHETO U MO3IHETO PENPOLYKTUBHOIO
Bo3pacta (98,4%).

BONMBIIMHCTBO KEHIIMH WMMENH PEryIspHbIA
MEHCTpyasIbHbIN UK (82,5%). Xapakrepucruka
MEHCTpPYyaJIbHOM (PyHKIMU OOCIIeyeMbIX MallueH-
TOK TpejicTaBlieHa B Tab. 2.

B rpynne »xenums ¢ /10 n OOS Bbicokoe unciio
JKCHIIMH, OTSTOIICHHBIX PAa3TMYHBIME (DaKTOpamMu
pHcKa 1o odpa3sy *Ku3HU. 29% KEHIIMH OLIEHUBAIN
CBOI 00pa3 JKW3HM KaK MaJIOMOABWXHBIN, 9,5% —
Kypwid. OTArOIIEHHBI HACIEICTBEHHbI aHAMHE3
Obu1 y 44,4% >keHIIMH (1O caxapHOMY Aualery,
apTepUabHON TUINEPTEH3UH, OHKOJIOTUYECKUM 3a-
OoseBaHUSIM POTOBOM MOJIOCTH, MMOME MaTrKu U SH-
nomerpuosy). [lepeHecenHble onepaiy B aHaMHe3e
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H Kuctbl ANYHNKOB

B MonunakTomnn sHAOMETPUA/LIePBMKaIbHOrO KaHana

Puc. 1. l'unexonocuveckuii aHamues 6 epynne nayueHmok ¢ 006p0KauecmeeHwau ONyxXoiAmMu u OI’ZyXOJleGu()HblMU

obpazosanuamu auunukos (%)

Berpedasuch y 33,3% xeHmmH. OTITOMICHHBIN
ajiepruyeckuii anamue3 Obul BbIsiBIEeH y 31,7%
YKECHILUH.

PenponykTuBHOE 3700pOBbE B HOPME OBLIO
y 52,4%; nepBuuHoe Oecrutonue ormevanu 22,2%
KEHIIUH; BTopuyHOoe — 25,4% >xenurun. [lepe-
HECEHHBIC THHEKOJIOTHICCKUE 3a00JIeBaHUS TIPE/I-
CTaBJICHBI Ha pucC. 1.

Cpeny SKCTpareHuTaJIbHOM MaTOJI0rvH Y NMalueH-
ToK ¢ JIO 1 OO MOXHO OBLIO BBIICINTHL 3a00J1€-
BaHMSI JKETyJOUYHO-KHUIIIEYHOTO TpakTa B 57,4% ciy-
qaeB, y 25,5% — 3a0oreBaHusI HEPBHOW CHUCTEMBI,
y 23,4% — 3aboIieBaHusi OPraHoB JbIxanus, B 17%
CITy9aeB — CePIICIHO-COCY/IMCTHIC 3a00ICBaHUSI U Ta-
TOJIOTHIO MOYEBBIICIUTENILHON cucTeMbl, B 12,8%
CITy4aeB — MaTOJIOTUIO ITUTOBUTHOM KEeNe3bl.

Ha momeHT oOcnenoBaHus A0 OMEPaTUBHOTO
BMeIIarenbcTBa 73% >KEHIIMH TPEAbSIBISUIN Ka-
710061 Ha 0OJIM BHU3Y )KMBOTA U MOSICHUYHOM 00-
JIACTH, TEPUOTUICCKH HPPATUUPYIONINE B TIOJ-
B3/IOIIIHYI0 00JIaCTh.

[To ucropusim 60JIe3HH U B X0O/I€ 0OCIICIOBAHUS
OBLTM TIPOaHAIM3UPOBAHBI JJAHHBIC YIBTPA3BYKO-
BOTO HCCIJICZIOBAaHMsS JKEHIIWH J0 OIEePaTUBHOTO
JedeHus. Y BCEX XKEHIIMH Obla JMarHOCTUPOBAHA
natojorus suaHukoB (1O w/mmm OOS).

B OonpmmHCTBE Cily4aeB ONEpaTUBHOE Jieue-
HUE BBHITIOJHSUIA BO BTOPOH (haze MEHCTpyabHO-
ro nukina (63,5%), 20,6% — B nepuoBYIATOPHOM
daze u 15,9% — B nepBoii daze.

[To pe3sympratamM rEMCTOJOTHYECKOTO HCCIEIO-
BaHUsI [TOCJIE ONEPATHBHOTO BMEIIATEILCTBA ObLIN
BBISIBJICHBI CIICAYIONINE 3a00JIEBaHUS STUYHUKOB
(Tabm. 3).

Berpeyanmm cirydan OJJHOBPEMEHHOTO CoOdYeTa-
HUS JTOOPOKAYEeCTBCHHBIX OITyXOJICH M OITyXOJe-
BUJIHBIX 0Opa30BaHUI SIMYHUKOB. BBUIO BBISBICHO
BBIPQKEHHOE TMPEBATUPOBAHUE SHAOMETPHOUI-
HBIX (36,5%) u nepmounubix (22,2%) obpa3oBa-
HUI HaJ] OCTAJIbHBIMU MMCTOJIOTHUCCKUMH TUIIAMHU
JIOOPOKAYECTBEHHBIX OIMYXOJICH W OITyXOJIEBHIHBIX
00pa3oBaHMIA SUYHUKOB.

Tabnuya 2
XapakTepucTHKa MeHCTpYaabHOl ¢gyHkuun keHuH ¢ 10 u OOS, Bomeamux B o0cjieoBaHue
N=63 M=+d Me ql q2 min-max
MeHcTpyaIbHBIH IUKI: MEHapXe (C...JIeT) 12,79+1,03 13 12,53 13,05 10-16
JITUTENnbHOCTh MEHCTPYALUH (1IH.) 4,90+1,04 5 4,63 5,17 3-8
JITUTeNnbHOCTD 1MKIIA (JTH.) 28,37+4,47 28 27,24 29,49 21-45
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Puc. 2. Osynamopnas paza. Maccol pecnuuamsix Kiemox,

HA NOBEPXHOCMU KOMOPBIX PACHONIONCEHb  AMUNUYHbLE
ymonwennvie pecuuuxku (AP). Iayuenmxa C., 30 nem.
Jluaenoz: Dnoomempuoudnas u 0epmMouUOHas KUCHbL 1€6020
AUYHUKA

Pe3ysnbrarhl 3J1eKTPOHHOI MUKPOCKOTUHA

Bo Bcex oOpasuax ObLT M3y4YeH SMUTENUNA Ma-
TOYHBIX TPYO, KOTOPBI COCTOUT U3 CEKPETOPHBIX
Y PECHUTYATHIX KJIETOK. ANMKaIbHAasi IOBEPXHOCTh
CEKPETOPHBIX KJIETOK MTOKPBITa MUKPOBOPCHHKAMU
araMeTpoM 50 HM, peCHUTUYAThIE KIETKH ITOKPBITHI
PECHUUYKAMU, UMEIOIINMU CIIEHU(PUIECKYIO CTPYK-
Typy. PeCHMUKH Ha OBEPXHOCTHU SMUTEIHAIBHBIX
KJIETOK — 3TO MHUHUATIOPHBIE BHIPOCTHI IJ1a3MaTH-
YeCKOIl MeMOpaHbI ¢ KOMIIEKCOM MUKPOTPYOOUeK
BHYTpHU. TonmuHa OJHOM PECHUYKH COCTABIIACT
0,25 MKM, a JJIMHA — OKOJIO 5 MKM.

BHyTpH pecHMYKM NPOXOAUT CHELUHATU3HPO-
BaHHas CTPYKTypa — aKCOHEMa, KOTOpasi OTXOJUT
oT 0a3albHOrO Telblla — BHUIOM3MEHEHHOW KJle-

OHkoruHekosiorus N° 2’2014

S0
@@

Puc. 3, 3a. Amunuunas pecrnuuxa (AP), cooepycawas mHo-
Jicecmeennvle akconemvl. Ha ¢ppaemenme 3a suona (9+2)
CMPYKMypa akCOHeM, 6X00Suux 6 coCmas MHO20AKCOHEM-
Hot pechuuku. [layuenmra P., 27 nem. J{uaenos: [{epmoudnas
KUcma 16020 sSUYHUKA

TOYHOM LIEHTPHUOIN. AKCOHEMA COCTOUT U3 JAECBATH
JBOMHBIX MUKPOTPYOOUEK — TYILIIETOB MUKPOTPY-
0oueK, KOTOpbIE MPOUCXOAAT U3 TPOMHBIX MHKPO-
TpyOOUEK HEHTPUOIH 0a3aLHOTO TENbIA U TIHYT-
Csl IO BCEH JUIMHE PECHUUYKH. B IIeHTpe akCOHEMBI

Tabonuya 3

CTpyKTypa naroIoru sH4HUKOB 110 Pe3yJbTaTaM IHCTOJOIHYeCKUX UccIe10BaHMii

Tun onyxoan

Abc. ynciao (%), n=63

DHIOMETPHOUIHBIE KHCTHI

23 (36,5%)

JlepMouHbIE KHCTBI 14 (22,2%)
MyLHMHO3HBIE LIUCTA/IEHOMBI 2 (3,2%)
Cepo3HbIe IIUCTAICHOMbI 8 (12,7%)
TManuuisipHble UCTAICHOMBI 1 (1,6%)
DOIUTHKYIISAPHBIE KUCTBI 6 (9,5%)
Kuctsl sxentoro Tena 7 (11,1%)
ITapaoBapnasbHble KHCTBI 3 (4,8%)
Dubdpoma siMIHIKA 5(7,9%)
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Puc. 4. [Ipooonvhulii cpe3 uepe3 MHO2OAKCOHEMHYIO PECHUY-
Ky. 3amemmno HenapanienivbHoe pPacnonioNceHue aKCOHeM.
Hayuenmrka b., 27 nem. [Huaenos: [epmouodnas u ceposnas
KUCmbl 1€6020 AUYHUKA

MIPOXOAUT Mapa OAMHAPHBIX MUKPOTPYOOUEK, COETH-
HEHHBIX C Mepu(epruuecKuMu TyIaeTaMu ¢ MTOMO-
IIbIO OETKOBBIX CTPYKTYP — «PaIUAIbHBIX CITHID).
Takast akconema o6o3HadaeTcst hopmynoii (9+2).

OT HapyKHBIX U BHYTPSHHUX JTyTIJICTOB OTXOMSIT
BBIPOCTBI, TIPEJCTABIIIONINE COO0M OCJIOK AUHEUH
(IMHEMHOBBIE «PYUYKH»), KOTOPBIA THIIPOJIU3YET
AT®, obecrnieunBasi S5HEPro3aBUCUMOE BOJTHOOOpas3-
HOE JBIDKEHHE aKCOHEMbl. B mucranmbHON uacTu
PECHHUYEK aKCOHEMBI COSIMHEHBI C KOPEIIKOBBIMU
¢bubpmTamMu, 00eCIIeUNBAIOIIUMU CTAOMIBHOCTh
PAacIoNIOKEHNsI PECHUYKU. YYacTOK MEXAy KOHLa-
MU MHKPOTPYOOUEK 0a3ajabHOTO TebIla U TMPOKCH-
MaJIbHBIM KOHIIOM IEHTPaJIbHOW Mapbl MUKPOTPY-
Oouexk — Tpan3utHas 30Ha (T3) — KoHCepBaTUB-
Hasl CTPYKTypa, MOP(OJOTHYEeCKH NETaTbHO H3Y-
yeHHas. Ha qucranbHOM KoHIE 6a3aibHOTO TelbIa
TPUILIETHI MUKPOTPYOOUEK MEPEXOAT B JIyIJIETHI,
o0o3Hauasi Ha4ajio0 TPAH3UTHON 30HBI. XapakTep-
Hasi MopQoornyeckas yepTa TPaH3UTHOM 30HBI —
CTPYKTYpPBI, KOTOPBIE CBSI3bIBAIOT IYTIETHI MUKPO-
TpyOouek ¢ miuasmarndyeckoir MemOpaHoi. Ha mo-
MEPEYHBIX Cpe3aX OHU BBINISAAT KaK Y-CBSI3KH,
HAa MPOJOJIbHBIX — 3JIEKTPOHHO-IUIOTHBIE YYaCTKH,
OTXOJSIIIME TPOKCUMATbHO M JUCTAIBHO MEXAY
TyTuieTaMu U MeMOpaHOii.

ATunYHbBIe PeCHUYKH ObUTH OOHApPYKEHBI HAMHU
HE3aBUCUMO OT (pa3bl MEHCTPYaJIbHOIO IHKJIA.
B 60% ciydaeB B ynbTpacTpyKType GHUMOpUATTBHOTO
OT/1€J1a MaTOUHBIX TPYO MbI BBISIBUIN YUYACTKHU C €1~
HUYHBIMM PECHUTYATHIMU KJIETKaMH, TaK Ha3bIBae-
MBI€ «IbIChIE 30HBD) (pHC. 6).

Cny4ailHOW HaxOAKOW HAIIero MCCleI0BaHUs
CTaJ0 BBISIBJICHHE «PA3BUBAIOIIUXCS» WIH «pa3-
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Puc. 5, Sa. Honepetmblﬁ u npodOﬂbelit cpesvl uepes amiu-
nuuHyto pechuuky. b — 6asanenoe menvye (9+0), Ax —
akconema (9+2). 3amemno omcymcmesue Y-c8430k 6 mpam-
sumnotl 30ne (cmpenka). Ha ppacmenme Sa 6 ceemnoii 30me,
oxpydicarowetl akconemy (Ak), omcymemeyom paduaivHole
Y-cessku. Ilayuenmra b., 27 nem. [Huaenos: JJepmoudnas

U CEPO3HAsA KUCmMbl J1€6020 AUYHUKA

BUTBIX» THHOMOMUN y OOCIeayeMBbIX KEHIIUH
¢ 1O u OOS Bo Bpemst TIOTEHHOBOW (ha3bl MEH-
CTpyaJpHOTO IHKIa (puc. 7, 8.).

JJaHHbIe KOPPEJISIIHOHHOIO AHAIM3A
B3aMMOBJIMSIHUM COCTOSTHUS
(GpuMOpHaTBLHOIO 0T/AE1a MATOUHBIX

TPYO M pa3Iu4YHbIX (PAKTOPOB

JlocToBepHO criIbHOE 3HaYeHUE KodDduImeH-
Ta Koppensauuu (r) ObUTO BBIABICHO HAMHU MEXKIY
HApyLIEHUSAMU B CTPYKType PECHUTYATOro SIH-
TeJNWs M HAJIMYMEM B HEM aTUIIMYHBIX PECHHYEK
(r=0,880, p=0,000).

CpaBHHMBaeMbIe TPYIIBI JKEHIUH C J00pOKa-
YEeCTBEHHBIMH OITYXOJISIMH U OITYXOJIEBHIHBIMHU 00-
Pa30BaHUSAMH SIMYHUKOB NPAKTUYECKU HE OTINYa-
JIMCh MO CPEHUM 3HAUEHHSIM (BO3PAcT HA MOMEHT
orepaluu, THHEKOJIOTHYECKUi cTaryc). B Hamem
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Puc. 6. Osynsimopnas paza. Eounuunvle pechuuamole Kiemku
(P) u cexpemopmnvie kiemxu (C) ¢ xopouto @vipadicenHviMu
MedCcKIemouHbiMu Konmaxkmamu (cmpenxu). Iayuenmra K.,
36 nem. [uaenos: Jlepmoudnas kucma npagozo SudHuKa

uccaenoanuu y nauueHtok ¢ JIO u OO cpenu
OITyXOJIeH STMYHMKOB O YaCTOTE BCTPEYAEMOCTH
npeodagany MUCTaICHOMBI SSMYHUKOB (r=0,829,
p=0,000), cpenu ommyxoneBUAHBIX 00pa30BaHUN —
SHJOMETPUOUIHBIC KHUCThI SHUYHUKOB (1=0,678,
p=0,000). Hapymienust ynbTpacTpyKTypbl 3TH-
Tenus (PUMOPHAIBHOTO OTAeNa MaTOYHBIX TPyO
Yaie BCTPEYaIuCh y MAIUEHTOK C AEPMOUTHBIMU
kuctamu sugHuKoB (r=0,297, p=0,018).

VY xenmuH ¢ JIO u OOS ¢ oTsaromeHHol Ha-
CJIEJICTBEHHOCTBIO JJOCTOBEPHO Yallle BCTpeya-
TUCh (DOJUTHKYISPHBIE KUCTHI SIMYHUKOB (1=0,366,
p=0,003) u Obl1a OTMEUEeHA TEHACHIIUS K CHUXKE-
HUIO YaCTOThI BCTPEUAEMOCTHU JIEPMOUIHBIX KHUCT
suaHukoB  (r=-0,295, p=0,019); mnoctoBepHO
3HAYUMO PEeXe BCTPEUAIHCH HAPYIICHUS YIbTPa-
CTPYKTYpBl (UMOpPHATBHOTO OTIETa MaTOYHBIX
TpyO B BHJIE€ HAIWYUA <JIBICBIX 30H» (r=-0,620,
p=0,000).

[TanueHTKH € OMyXOJEBUAHBIMU 00pa3zoBa-
HUSMHU 3HAYUTEIHHO Yallle B aHAMHE3e HUMENH
MH(EKIIMOHHO-BOCIIATUTEIFHBIC 3a00JICBaHUS Op-
ranoB masoro tasa (r=0,353, p=0,005, ymepennas
CHUJIa KOPPEIISALIHH ).

Cpemu kypsux sxeHiuH ¢ JIO u OO yame
BCTPEUAITUCH KAJIOOBbl HA HAPYIIEHHUS MEHCTPYallb-
Horo mukia (r=0,290, p=0,021); orsromeHHslil an-
neprudeckuii anamues (r=0,360, p=0,004); ObuH
OTMEYEHbI ITpeodiialaHie MyLIMHO3HBIX LIUCTAZEHOM
stmaHuKOB (1=0,250, p=0,048); Tenaenms k Gpopmu-
POBaHUIO HAPYIICHUH B YIBTPACTPYKTYpE MUTEIHSA
MaTOYHBIX TPYO.

B o0mieii rpyrime *KeHIuH ¢ 100poKadeCcTBEH-
HBIMH OITyXOJSIMH ¥ OITyXOJEBUIAHBIMU 00pa3o-

Puc. 7. Jiomeunosas ¢paza. «Passusaiowuecsi» nunonoouu
(PI1) xynonoobpasnoii (popmvl HepagHOMepHO NOKPbINbL
KOpOMKUMU MUKposopcunkamu. Medckiemoynvle KOHmMAaK-
Mbl MeANCAY CEKPEMOPHbIMU KIlemKamu Hapyuiensl. P — pec-
Huuamvle kaemxu. Ilayuenmka I, 38 nem. Jluaenos:
DHoomempuouoHvle KUCHbl 000UX AUYHUKOS

Puc.

8. Jlhomeunosas @asa.
nunonoouii (PIT*). P— pecnuuamvie knemru. Cpedu pecHuyex

OcmpOGKu «paszeumuvlxy

HOPMANbHOU — MOpGONOSUU  BbIAGIAIOMCA  AMUNUYHBLE
ymonuennvie pecruuku (AP). Ilayuenmxa M., 38 nem.
Juaenos: Jlepmoudnas kucma i1€6020 sudHuKa

BaHUSIMU SIMYHUKOB ObliIa BBISIBIIEHA CIIEAYIOIIAs
TEHJCHIIMS: Y T€X MAallMeHTOK, KOTOpPbIe MPUHUMA-
JI1 TOPMOHAJIbHBIEC MpenapaThl B aHAMHE3€E, Yallle
BCTpEeUYATHCh (DOJUTHKYIISIPHBIE KHUCTHI SUYHHKOB
(r=0,258, p=0,041).

Cpenu snuTeNHaNbHBIX OMYXOJIEH SUYHUKOB
y TAlMEeHTOK OOIIe Tpynmbl mpeodiaganu ce-
posnble nuctageHomsl (r=0,829, p=0,000, cuib-
Hasi KOPPEJsIus) U MYLUHUHO3HBIC IUCTAJCHOMBI
(r=0,394, p=0,001, ymepeHHast KOppeJIALIHs).

VYV manMeHToK M3y4aeMOoH IpymIbl C AEPMOUI-
HbIMU KHCTaMHU SIMYHUKOB JIOCTOBEPHO 3HAYMMO
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peke BCTpeyaUCh B aHaMHE3e HH(EKIMOHHO-
BOCTIAJIUTENIbHBIE 3a00JIeBaHUsI OPTraHOB Majioro
taza (r=-0,327, p=0,009) u 1oCTOBEPHO 3HAYUMO
yaie — HapylIeHUs B CTPYKType AIUTeNus GuM-
OpHanbHOrO oTAena MarouHblx Tpyo (r=-0,297,
p=0,018), Hanmuue arunuyHbIX pecanyek (r=0,290,
p=0,021) u OblIa OTMEUEHA TEHICHIIUS K TOsBIIe-
HUIO JTBICBIX 30H».

VY nmammeHToK € OMyXOJEeBUIHBIMU 00pa3zo-
BaHUSIMU SIMYHUKOB ObLIa BbISBIEHA TEHICHIUS
K MEHbIIIeH 4acTOTe BCTPEUYAEMOCTH HapyIICHUM
CTPYKTYpBl (UMOPHAIBHOTO OTJENa MAaTOYHBIX
Tpyd (r=-0,241, p=0,057) u aTunuuHbIX pec-
Huuek (r=-0,293, p=0,020); TenaeHuus K mpe-
obnmamanuio  (GOJUTUKYISPHBIX KHCT SIMYHUKOB
(r=0,275, p=0,029); nocTOBEepHO 3HAYUMO dYaIIC
BCTPEYAIHUCH JHIOMETPUOUIHBIC KHUCTHI SIMYHU-
koB (r=0,678, p=0,000, ymepeHHass KOPPEIALHUS).

VY manueHToK oO0IIel TpyIbl ¢ KHCTaMHU Kell-
TOTO TeJIa JOCTOBEPHO 3HAYUMO PEKE BCTPEUAIIHCh
HapylieHuss MeHcTpyanbHoro mukia (r=-0,306,
p=0,015) m wyame BCcTpe4ansoOCh MPUMEHEHHE
BHYTPUMATOYHBIX KOHTPALICTITUBOB B aHAMHE3€
(r=0,359, p=0,005); pexxe — Hanmuuue HapyIle-
HUW yABTPACTPYKTYPHI HUTEIINAS H3y4aeMOTO OT-
nena MatouHbIx Tpyo (r=—0,359, p=0,004) u atu-
nuuHbIX pecHnuek (r=-0,316, p=0,012).

VY manueHtok oOmiei Trpynmbl ¢ MapaoBapu-
albHBIMU O0Opa30BaHUAMHU (IIUCTAJICHOMAMH Me-
30CalbUHKCA) OBUIO BBISIBICHO HAJIMYUE aTUTHNY-
HBIX PECHHYEK B CTPYKType (puMOpHanbHOro OT-
nena MatouHeix Tpyo (r=0,250, p=0,048, ciabas
CHUJIa KOPPEIISALIHH ).

[NarmenTkH ¢ GQOUTUKYISIPHBIMUA KUCTAMU SIHY-
HUKOB JJOCTOBEPHO 3HAYMMO Yallle UMENTU HapyIle-
HUsi MEHCTpyanbHoro nukia (r=0,355,p=0,004); ors-
TOIICHHYI0 HacnencTBeHHOCTh (r=0,366, p=0,003);
B aHaMHE3€ PEKe BCTPEYAJICS TPUEM KaKUX-THOO
ropMoHanbHbIX TpernapatoB (r=0,258, p=0,041,
cnmabast koppensnusi). Y HuX ke Oblia BBISABIICHA
oOparHasi 3aBUCUMOCTh YMEPEHHOH CHIIbI KOppe-
TSI B OTHOIIEHUH YaCTOTHI BCTPEYAEMOCTH Ha-
PYUICHHIA B CTPYKTYPE SIUTEIHS TUCTATBHOTO OT-
nena MatouHbIX TpyO (r=-0,313, p=0,013) u Hanu-
YUsl aTUMMHYHBIX pecHuuek (r=-0,275, p=0,029).

Msl BbISIBUIM, 4TO ¢haza MEHCTPYallbHOTO
[IMKJIA HE BIUSET HA CTPYKTYpy (HUMOpHUaTBLHOTO
oTAeNna MarouHbIX TpyO. B oTHOmeHMHM apyrux
KIIMHUKO-Ta00paTOPHBIX JIAHHBIX JOCTOBEPHBIX
KOppesiiuii He OBUIO TTOTyYeHO.
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[To naHHBIM TUTEPATYPHI, pa3THUHbIC (PAKTOPHI
OKa3bIBalOT CYILIECTBEHHOE BIIMSHUE Ha COCTOSA-
HUE MaTOYHBIX TPyO (KypeHue, MeTMKaMeHTO3HOE
1 ropmoHanbsHoe Bo3aeicteue, UIIIIII, mpumene-
HUE BHYTPUMATOYHOUN KOHTpAICNIINH, CTePHIIN3a-
uus u mp.) [48].

Bce Tectupyemble KOMIOHEHTHI TabauHOTO
IpIMa (HUKOTHH, akpoJieuH, ¢opMmaibaerua, ¢e-
HOJI, aleTaJIbCTH ], ITMAHUCTBIN KaJIMid) 10303a-
BUCHUMO U OOpaTHMO CHIDKAIOT 4acTOTy OueHus
pecHuuek B 3—50 pa3, a Takke CKOPOCTh MPOJBU-
KEHUSI STUIEKIICTKHU 110 MaTOuyHOM TpyOe, 4To 00h-
SCHSIETCS. HapyIICHUEM aJre€3MBHBIX KOHTAKTOB
MEXy PECHUYKAMH U COMATUYECKUMHU KIIETKAMU
SIMIIEKIIETKU.

B nameM uccienoBaHUM KypAIIUE KEHIIUHBI
UMENHM HapyIlIeHUsl YIbTPACTPYKTYpPhl SIUTENUs
JUCTAJIBHOTO OT/IEJIa B BUJIE HATMYUS «JTBICHIX 30H)
B 66,7% cnyuaes, B cpaBHeHuu ¢ 48,6% ciyuaes
BBISIBJICHUS aHOMAJIMI Y HEKYPSAIIUX JKEHIUH; OT-
CIOZla CIIEAyeT, YTO KypeHHe — YCYTryOusromui
dakrop s HGopMHUPOBAHUS TATOJIOTUU B CTPOE-
HUM (pUMOPHUAIIBHOTO OT/IEa MAaTOYHBIX TPYO.

Oocyxaenue

MpbI BBISIBWIIM, 9TO TPU JOOPOKaYeCTBEHHBIX
OIyXOJISIX M KUCTaX SIMYHUKOB HAPYIIAETCS CTPYK-
Typa peCHUYaToro 3MUTeaus GUMOpPHaIBHOTO OT-
Jena MaTo4yHbIX TpyO. O003HAYMM KPUTEPUH STUX
Moph o yHKIIMOHATBHBIX HAPYIIEHHIA:

1. B 50,8% cinyuaeB — ne3opraHu3anus CTpyK-
TYpbl AaKCOHEMbI, HaJIMYUE KJIETOYHBIX BBIPOCTOB
C COAEpXKALIMMHUCS BHYTPU PECHUYKAMHU, B AKCO-
HEME HEKOTOPBIX PECHUYEK OTCYTCTBYIOT JIUHEU-
HOBbIE PYYKH, HAaJU4YUE ABOMHBIX )KTYTUKOB, aHO-
MaJIbHOE KOJIMYECTBO JYIUIETOB.

2. B 44,4% cnydaeB — HaJIMUME ATUIMHYHBIX
PECHUYEK C MHOKECTBOM aKCOHEM I10]1 OJJHUM BbI-
pPOCTOM LIUTOILIA3MAaTUYECKONH MeMOpaHbl U Hapy-
IIEHUEM CTPYKTYpPbl TPAaH3UTHOH 30HBI.

3. B 60% cinyuaeB — Hanuuue y4acTKOB C €111~
HUYHBIMU PECHUYATHIMH KJIETKaMH, TaK Ha3bIBae-
MBI€ JIBICBIE 30HBD».

OTu U3MEHEeHUsI TPeodIaaatoT y KEHIUH C UC-
TUHHBIMH 1TOOPOKauECTBEHHBIMH OITyXOJISIMH SHUY-
HUKOB. [10-BUMIMOMY, 9TH HApYLIEHUS CTPYKTYPBbI
¢uMOpHaIbHOro OTJENIa MaTOYHBIX TPyO — Mpo-
SIBJICHHE U3MEHEHHOTO MeTa00IM3Ma OpraHu3Ma.

C TpaH3UTHOM 30HON PECHUYEK CBA3BIBAIOT
paznuyuHble GYHKIIMU — pa3AesITeNbHbIN yUYaCTOK
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MeX Ty 0a3aJIbHBIM TENbIEM H aKCOHEMOMN PeCHUY-
KH; MECTO HAaKOILJICHUS] U MOCTYIUIEHUSI MHOTOYHC-
JICHHBIX OEJIKOB aKCOHEMBI, Y4aCTBYIOLIUX B LIUJIH-
oreHese. CTpyKTypa U JIOKaJIN3alUs TPAH3UTHON
30HBI JIETIAIOT €€ CBO€0Opa3HOM «IOpoii» — pery-
JSTOpOM MHTpadIaresuIspHOro TpaHcmopra. Bo-
JIOKHA TPAH3UTHOMU 30HBI U Y-CBS3KH (POPMUPYIOT
CeTh, KOTOpasi CEJIEKTHUBHO PErylupyeT ABYCTO-
poHHUI UHTpadIare/UIIPHBINA TPAHCTIOPT.

WnuTpadnarennaspHblii TpaHCHOPT, 3HEprosa-
BUCUMOE JIBKEHHE HEMEMOpaHHBIX OeJIKOBO-
JUIHUAHBIX YacTHUIl BAOJb AKCOHEMBI U3 KJIIETKU
K Hapy)XHOMY KOHUYHMKY PECHHYKM M O0OpaTHO
UTPAIOT KJIOYEBYIO pOJib B (PYHKIIMOHHUPOBAHUU
pecHuuek. M3MmeHeHue uHTpaduIareUISIpHOTO
TpaHCIIOpTa NPUBOJUT K HAPYIICHHIO IIE€peradn
CUTHAJIOB Yepe3 MIa3MaTHIeCKyt0 MeMOpaHy.

[IpencraBienust 0 MOJEKYISIPHO-OMOIOrHYEC-
KMX OCHOBaX (YHKIMOHUPOBAaHUS PECHUYEK W,
B YAaCTHOCTH, MEXaHHU3Max HHTpadIaremsspHOro
TPAHCIIOPTA B HACTOSILEE BPEMS HAXOJATCS Ha HTa-
1€ HaKOIJIEHUs (PaKTOB.

W3BecTHBI HEKOTOpBIE OEIIKU, KOTOPhIE MOTYT
OBITh OTBETCTBEHHBI 3a HApYLICHHUE CTPYKTYpPbI
TPaH3UTHOHN 30HBI, Hampumep, oenox CEP290.
OTOT 6€sIOK B HOPMAaJIbHBIX PECHUYKAX BBISBIIS-
eTcs B pailoHe Y-CBSI30K MEKY IJIa3MaTH4eCKOM
MeMOpaHOW U HApYKHBIMU AYIUIETAMU aKCOHEMBI
TPaH3UTHOM 30HBI.

B MenunuHcKkoi aureparype mMHUpoko o0Cyxa-
I0TCSl MyTalluM reHa TpaH3uTHOM 30Hb1 CEP290, xo-
TOpPbIE BbI3BIBAIOT FPYIIITY LIWIMONATHI — OT CJIETO-
ThI IO IEpUHATAIbHOM JieTanbHOCTH [19]. CEP290
1 ero 6eJ10K He0OXOTUMBI /17151 (HOPMUPOBAHUS CBS3H
MeMOpaHbl U MUKpoOTpyOouek. IToreps 6enka npu-
BOJIMT K Ae(heKTaM CTPYKTYpPbI )K'YTHKOB, BKITIOUAst
M3MEHEHHE HOPMAJIbHOTO OajlaHca BHYTPHULIMINAD-
Horo TpaHcnopta. ¥ mytantos o CEP29() paccro-
SIHAE MEXITy MEeMOPaHOH ¥ MUKpPOTPYyOOUKaMH aK-
COHEMBI CUJILHO BapbupyeT. MyTtantsl o CEP290
UMEIOT BBIpaXEHHBbIE NE(PEKThl CTPYKTYp, JOKaIH-
30BaHHBIX MEXIy MHUKPOTPYOOUKaMHU TPaH3UTHON
30HBI 1 IJIa3MaTHUECKON MEMOpaHOW PeCHUYEK, —
OTCYTCTBYIOT Y-CBA3KM. VIMEHHO 3TH mapamMeTrpsl
Mbl OTMEYaJIHd IPU ONUCAHWM ATUIUYHBIX PECHU-
YeK — HaJIM4YMe [UTOIIA3MATHYECKUX BBIPOCTOB,
JMAMETP KOTOPBIX MOXKET 3HAYUTEIIBHO IIPEBBIIIATh
JIMAMETP aKCOHEMBI, OTCYTCTBUE Y-CBSA30K.

OTCcyTCcTBHE KOHTAKTHBIX CTPYKTYpP MOXKET
MPUBOAUTH K HApYIICHUIO HHTpadIaremusspHoro

OHkoruHekosiorus N° 2’2014

TPaHCIIOPTA, YTO, B CBOIO OYEpEIb, MOXKET IMpH-
BOJUTh K MHOXXECTBEHHBIM Je(eKTaM cojepika-
HUSl LMJIUAPHBIX OEJKOB, YTO MOKAa3aHO HA MbI-
max. Craige u coant. (2010) mokasanm, 4To O6€I0K
CEP290 He OKa3bIBaeT BBIPAXKEHHOTO JIEUCTBHS
Ha AaKTMBHOCTb BHYTPHLWIMAPHOIO TPAHCIIOP-
ta [19]. He menee 35 myTtanuii reHOB ObLIO OMU-
CaHO y MAaIMeHTOB C HWJIMOMATUSIMH, HEKOTOpBIC
U3 HUX CBSI3aHbl C ONPEIECICHHBIMH HIKEYKa-
3aHHBIMH CHUHApPOMaMHU. MHOTHE M3 3TUX T'€HOB
KOIUPYIOT O€JIKM TpaH3UTHOW 30HBL. M3BecTHBIE
ceronus 1mumonaruu: Meckel Gruber Syndrome
(MKS) — w™eHuHrosHnedanomnene, MmoIHIaK-
THIINSL, KUCTHI TOYEK, THIOIUIA3Us JIETKUX, Situs
inversus; Nephronophthisis (NPHP) — menynsp-
HbI€ KUCTBI MOYEK, TMOJNYPHS, TOTUIUTICUS, XPO-
HUYECKas ToYeyHas HeJ0CTaTOYyHOCTh; Joubert
Syndrome (JBTS) — mo3zxeukoBas mMaib(opma-
1S, YMCTBEHHAs! OTCTAJIOCTh, aTaKCHsl, KoloOoMa
ceruarku; Bardet — Biedl Syndrome (BBS) —
MOJUAAKTUIINS, IOPOKU Pa3BUTHSI TOYEK U TOHAI,
YMCTBEHHAsI OTCTAJIOCTh, O)KUPEHUE, MUTMEHTALIUS
cetuatky; Polycystic kidney disease (PKD) — mo-
JMKUCTO3Hast Oosie3Hb mouek; Leber congenital
amaurosis (LCA) — HucTarm, CHUXECHHE OCTPO-
TBI 3pEHUS BIUIOTH A0 clenoTsl; Senior — Loken
Syndrome (SLSN) — napymenue 3penus; Oral —
facial — digital Syndrome (OFDS) — mnopoxku
pa3BUTHSL POTOBOW TMOJIOCTH, JIULIEBOTO CKeleTa
U TaJIbIIEB.

Krnerounsrii cocraB smurenus (aiomnme-
BbIX TPYO HAEHTHUYEH OSNUTEINI0 MaTku [35].
MpbI IpeANOI0KUIH, YTO KIETKU SITUTEIIHS MaTou-
HBIX TPYO MOABEPraroTcs MUKINYECKUM H3MEHE-
HUSM BO BpeMsl pa3IMuHbIX (pa3 MEHCTPYaJIbHOTO
IUKJIa MOJ00HO KJIETKaM SIMUTENUS YHIOMETPHSL.
Jlannble Hamel pabOThl MOITBEPAUIN BO3MOXK-
HOCTh (POPMHPOBAHUS MMHOMOINI CEKPETOPHBIX
KJICTOK B TPyOHOM DITMTEITUHN BO BPEMsI «OKHA HM-
IJIAaHTAUMW» SHAOMETPUS. DTO CBUICTEILCTBYET
0 TOM, YTO SMUTEIUN MaTOYHBIX TpyO oTOOpa-
KaeT COCTOSHME PELENTHUBHOCTU SHAOMETpPHS,
U, TI0-BUJUMOMY, TIOSIBJICHHE NMUHOTOAWMA B JIIH-
TEJIMH MAaTOYHBIX TPYO SBIsieTCsl (U3nOIOTHYE-
ckuM mporieccoM. Bee aTo TpebyeT manpHenero
U3Yy4YEeHUS U MOATBEPKACHUS.

B cBoeli paboTe MBI BBISIBUIIN HAPYIIIEHUE CTPYK-
Typbl (PUMOPHATBHOIO OT/eNIa MAaTOYHBIX TPYO, sIp-
KO€ IPOSIBIICHUE KOTOPOTO — TIOSBICHUE ATUIINY-
HBIX PECHUYEK C aHOMAJIMSIMU UX TPAH3UTHOM 30HBI,
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y JKEHIIMH PENpOayKTUBHOTO Bo3pacta ¢ J100po-
KaueCTBCHHBIMH OIMYXOJIIMU Y KUCTAMH SIMIHHKOB.
Hemnonsitapl 1 TpeOyIOT JaIbHEHIIIETO TIIATEIBHO-
TO U3yUYEHHsI BOTIPOCHI, SIBIAIOTCS JIU 3TH CTPYKTY-
pBl TATOTHOMOHUYHBIMU /7SI TOOPOKaYeCTBEHHOM
MATOJIOTHH SIMYHUKOB. MBI TIperonaraeM, uTo
AQHOMAJTUU TPAH3UTHOW 30HBI aTUITUYHBIX PECHHYCK
MOTYT OBITh U TEHETUYECKH 00YyCIIOBIEHHOU (op-
MOM IIWJIAOIIATHH.

MHorue uccienoBaresld UIIYyT OTBET Ha BO-
MpoC, YTO MEPBUYHO: U3MEHEHUE YIBTPACTPYK-
Typbl JUCTAIBHOTO OTJEJa MAaTOYHBIX TPYO WK
HapylIeHUE CTPYKTYpHl SIUYHUKA B BUAC (op-
MupoBaHus onyxonu [16, 25]. MHorue y4yensie
CUMTAIOT, YTO HAyajo MaTOJOIMYEeCKOro IMpo-
1ecca UCXOAUT U3 MaTouHou TpyOs! [25]. Ecnu
U HaM NPEeAIOoJ0XKUTh MEPBOOYEPEIHOCTh MO-
SABJIICHUS] TATOJOTUHU (PUMOPHANBHOTO OT/ENa,
B YaCTHOCTH, HaJIMYMUE ATUIMYHBIX PECHHUYCK,
U, KaKk CIJIeJICTBUE, pacIpOCTpPaHEHHE Ipolecca
C KOHEYHBIM ()OPMHUPOBAHHEM HOBOOOPA30BAHUS

AMYHUKA, TO, BO3MOXKHO, OIIpaBJaHa TaKTHKa
NpOoPUIAKTUYECKON CAJIBIUHIIKTOMUU Y KEH-
IIMH C OTATOIIEHHBIM HACJIEICTBEHHBIM (aKTO-
pPOM MO paKy SIMYHUKA IOCIe peaju3alud UMHU
penpoaykTuBHOM ¢yHkuuu 8, 10].

CeronHst oueHb BayKHO IOHUMATh IIPOLIECCHI 3TH-
OIaTOreHe3a paka SMYHUKA, U OTPOMHOE 3HAUCHHE
NpUAAETCs] paHHEN AMAarHOCTHKE HOBOOOpa30BaHUM
SM4HUKOB. K mprMepy, caMblil arpeCCUBHBIN Cepo3-
HbIN pak ssmuHuka B 70-80% nuarHoctupyercs yxe
B 3aIyLIIEHHBIX CTAIUSX IPOIIeCcca, MOTOMY B HaIlleH
CTpaHe JJaHHBIE MO 3a00JIEBAEMOCTH U CMEPTHOCTH
OT ATOH MaToIOTUHU HeyTemHTeNNbHbI [7]. HeoOxonm-
MO JajbHelIee NpUuleIbHOe 3yYeHNE MalMeHTOK
C YKa3aHHOU 1aTOJIOTUEN IMYHHKA C LEJIBIO BbIsIBIIE-
HUSI BO3MOXKHBIX OCOOCHHOCTEH YABTPACTPYKTYpPhI
JUCTAIBHOTO OT/IENIa MaTOUHBIX TPYO, YTO, B CBOIO
o4epesib, 1acT BO3MOKHOCTH Oosiee 3 PeKTHBHON
JIMAarHOCTUKH M JICYEHUsI HOBOOOPA30BAHUM SIMYHU-
KOB, COOTBETCTBEHHO 3HAYMTEJILHO YIYUIIUB IPO-
THO3 JIJ1s1 KU3HU U 3J0POBBS MAIIUEHTOK.
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