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JleueHue OOJBIIMHCTBA COCTOSIHHM, MPH KOTOPBIX 00-
pa3yroTcsl KAMHU B MOYEBBIBOJSIIIMX OpraHaX B HACTOSIIEE
BpEMs OCHOBAHO MPEUMYIIIECTBEHHO Ha CHMIITOMAX, a HE Ha
npuunHax. [loNMHOE MOHUMaHWE MOJCKYISAPHBIX MPHIUH
9TUX COCTOSIHWM, BKJIIOYas HICHTH(UKANUIO MYTAHTHBIX
TEHOB M MX T'€HHBIX MPOAYKTOB JOJDKHO MPHUBECTH K Oolee
PpanyoHAIBHBIM IIPOTOKOIAM JiedeHns1. Hanbonee 3HaunMbIe
panuKanbHbIC H3MEHEHHUS B 9TOM HATPaBICHUH TP OU3OILIH
BCJIC/ICTBHUE MACHTU(HKAIMKA TeHHbIX nedextoB mpu I1I'1
(McK 259900), st KOTOpOii PH3UMO3aMELIAIOIIAs TePATTHs
C TIOMOINBIO TEPecaikd TedeHH cTana 3(deKTuBHONH U
JONTOCPOYHON. Pacmmpenne 3Toro HampasieHHs, IIpH
KOTOPOM TPOBOJUTCS HWICHTU(PHKAIMS BCEX JCPEKTHBIX
TCHOB TPU MOYCKAMEHHON OOJEe3HH, HC MOXET OBbITh
PEaIM30BaHO 10 BBEJICHUS T€HHOM Tepanuy Kak "pyTUHHON"
mporenypsl npu JieueHnd. COOTBETCTBUE TEHHBIX MYTAI[Hi
u TOKENBIX (HOpM yponuTHasa JefaeT BO3MOXHBIM U
MEPCIIEKTUBHBIM MTPEHATABHYIO TUATHOCTHKY.

IIpoGnembl MeTadmiakruky (IpoQUIAKTUKUA peLy-
JIMBa) MOUYEKaMEHHOW OOJNe3HH SBIIAIOTCA KpalHe aKTy-
aNbHBIMH. JIeueHne OOJBIITMHCTBA COCTOSHUM, TIPH KOTOPBIX
00pa3yloTcsi KaMHH B MOYEBBIBO[SIIIMX OpraHax B
HACTOSAIIEe BPEMsi OCHOBAHO MPEUMYILECTBEHHO HA CHMII-
TOMax, a He Ha mpuyuHax. [TolHOe MOHUMAaHHE MOJIEKY-
JISIPHBIX NIPUYMH 3TUX COCTOSHMHN, BKJIIOYas MIeHTH(duKa-
LMI0 MYTaHTHBIX '€HOB M UX TE€HHBIX NMPOAYKTOB JODKHO
IIpUBECTH K OoJiee PaLOHAIBHBIM MPOTOKOJIAM JICUCHUSI.
Bonbiioe 3HaueHne B JUarHOCTHKE MOYEKaMEHHOM 001e3HH
AMEeT BBISBJICHHE CTENEHM Y4YacTHsl TEHETHYECKUX
(daxTopoB. Pe3ynbTaThl MCCIENOBaHUS M JaHHbBIE JUTEpa-
TYpbl TOKa3ajld, YTO HAa BO3HHUKHOBEHHE CBOMCTBEHHBIX
ypOJIUTHA3y OOMEHHBIX HapyIIEHHH CYIIECTBEHHOE BIIUS-
HHUE OKa3bIBaeT HACIEJCTBCHHAs] MPEIpacloioKeHHOCTh B
COUETaHHH CO CPENOBBIMU (aKTOPAMHU.

Peanmzanust HaciaencTBEHHON NPEApPACHIOIOKEHHOCTH
K ypONHTHa3y CBSi3aHa C T€HETHYECKH OOYCIIOBIEHHBIMU
CTPYKTYPHBIMH ¥ (DYHKIIMOHAJILHBIMH OCOOCHHOCTSIMHU
oOMeHa, HeHpOryMOpaibHOW PEryJysliii, MECTHBIMU (ak-
TOpamMH. B CBOMX 3MUAEMHUOIOTNYECKUX WM KIMHUIECKUX
HCCIEAOBAHUAX 3apyOeKHbIE y4eHble OTMEYAIOT ydacTHe
TEHETHUECKUX (AKTOPOB B BO3ZHMKHOBEHHH YypOJHTHA3a,
4TO MI03BOJISIET MIPEATIOIOKHUTH CYIIECTBOBAaHHE
KOHKPETHBIX T'€HOB, OTBETCTBEHHBIX 33 BO3HHKHOBEHHE
MKbB. Oganm u3 rernoB kanaugatoB MKB sBusiercst ren
Peuenrop Butamuna /l.

Penentop Butamuna /[ xomupyercs renom VDR, mist
KOTOPOT'O XapaKTepeH TeHETHYECKUH MOIMMOpP(H3M, T.e.
CYILIECTBOBAaHHE DPA3IMYHBIX aJUIEJbHBIX BapUAHTOB 3TOTO
rena B momyisimun [Kykec B.I'., 2007; Uitterlinden A.G.,
2004]. Hawubonee B3HAYMMBIMH TOJUMOp(HU3MAMHU T'eHa
VDR, ydacTByrOUIMMH B Pa3BUTHH 3a00JicBaHHUN, ObLIH:
Bsm 1, Fok 1, Tag | [Lee B.K., 2001; Uitterlinden A.G.,
2004; Bid H.K., 2005]. B HeCKOJIbKHX HCCIICAOBAaHHUSAX ObLIA
yCTaHOBJICHAa CBs3b nonuMopdusmMa reHa VDR ¢
yponuTtHazoM. OmnyOJHMKOBaHBl JaHHBIE, IEMOHCTPUPYIO-
[[Me 3HAYMMOCTh Hanu4us reHotuna ApalAA, onpenens-
IOLIETO YYBCTBUTENBHOCTh K BUTaMHHY D, B pa3BUTHH
KaJbLUEBBIX KaMHEeW B opraHax moueBbiBeneHus (Ozkaya
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0., 2003). Coobmaercst Takke 0 OOJbIIEH YacTOTEe BCTpe-
yaeMocTH y O0NbHBIX yponu3 nazoM renoB HLA B13, B22 u
B35 no cpaBHenuto co 310poBbiMu aunaMu (TukTHH- ckuid
0O.J1., 2000). Taxxe reHaMu KaHIUTATaMH SIBJISFOTCS] TCHBI
CTEONOHTHHA, YpokuHaspl, derTymHa-A, uHTEpieHKUHA-
16erra, nHTEpIICHiKIHA-18.

B renernueckom karamore McKusick's On-Line
Mendelian inheritance in Man (OMIM) BeisiBiieHo Gonee 30
COCTOSIHUI, TPU KOTOPBIX YPOJHTHA3 SIBJISCTCS TJIaBHBIM
MPOSIBJICHUEM WM BHOCHUT BKJIaJ[ KaK CHMIITOM B OOIIEM
NpOsIBICHHH  Ooyie3HW. [ '€TeporeHHble COCTOSHUS €
Pa3IMYHBIMA KJIMHHYECKUMH, OMOXUMHYECKUMH W TeHe-
THYECKUMH TIPOSBJICHUSIMHU TPE/ICTABJICHBI B TaOIHIIE 1.

bonesnn, compoBoxparomuecss 0oOpa3oBaHHEM —I10-
YEYHBIX KaMHEH, BapbUPYIOT OT PEIKUX, HO XOpOIIO I0-
HSTHBIX MOHOTOHHBIX 3a00JICBaHMM, TAKMX KaK MEpBHYHAS
TUIIEPOKCATYPHSI JI0 IUPOKO PACIPOCTPAHEHHBIX, HO MIOXO
M3yUYEeHHBIX  3a00NeBaHMi, TakMX  Kak  ceMeilHas
HTHOMATHYECKAS THITEPKATBIIHYPHS.

Bce coCTOSTHMS MOYKHO Pa3JIeNUTh Ha HECKOJIBKO IPYIIL
Opma Tpymma - 3TO  COCTOSIHHS, TMPUH  KOTOPBIX
HACJIE/ICTBEHHBIC AJIEMEHTBI OYEBHIHBI U T'CHBI OBLTH KITO-
HUPOBAHBI, MYTAIIUH UACHTHU(HUIUPOBAHBI U YCTAHOBJICHBI
MPUYUHHBIC B3AUMOCBSI3H MEXTy TCHOTHIIOM U (DEHOTHITOM
(. x. McK 102600, 220100, 259900, 260000, 278300,
308000, 311850). Bropast rpymma - COCTOSHHA, TIe
HACJIEACTBEHHbIE  TPOSBJICHMS  NPOCIEXKMBAIOTCA, a
TeHETHYECKUE OCHOBBI NPEIIONaraloTcss U3 CeMEHHOCTH
pacrpoctpanenus (1. k. McK 143870, 167030). Nmeercs
TaKk >K€ TIpylnia MOHOTOHHBIX 3a00NeBaHUM, HaIpUMep
ayTOCOMHBIE, X-B3aUMOCBSI3aHHBIC, PELECCHBHBIE U JIO-
MHHAHTHbBIE COCTOSHUS. VI3BECTHO, YTO NMPU MOHOTOHHBIX
3a0o0neBaHusAX 00pa3yercss OONBIIMHCTBO THIIOB MOYEBBIX
KaMHeW, KaKk Hampumep, kanbiuii okcanat (McK 259900,
260000), xanpuuii okcamar W kKanbuus Qocdar (McK
300009, 310468, 307800). moueBas KHCIOTa W JpYrue
nypussl (McK 102600, 232200, 278300, 308000, 311850),
metuH (McK 220100,600918).

OmnpeneneHre T€HETHYECKOrO BKJIaJa B YPOJIHUTHA3
3aTPyIHEHO €ro MHOro(akTopHOW npuponoin. OcoOeHHO
9TO MOATBEPIKAAETCS IPH 00Pa30BaHUM KaMHEH MOIHOCTHIO
WIM YaCTHYHO COCTOAIIMX W3 KaublHsi OKcajara.
JlocTaToyHO MHOTO MapamMeTpoB, KOTOPBIE BHOCST BKJIAJ B
KPHCTAJTM3ALUIO KaJbIIMS OKCajlaTa B IOYKAX HIA MOYEBOM
TpakTe, HampuMmep, BBICOKAs MOYEBas KOHLEHTpPALHS
OKcajaTa KaJlbliUs U IPOMOTOPOB KpUCTAIN3aIuK (YpaThl)
M HHU3Kasg KOHIEHTPALUs HHTMOWTOPOB KPUCTAILIM3ALUH
(umtpar, ypomonynun (McK 191845), ocreonontun (McK
166490) wu HedpokaiblMH). BONBIIMHCTBO U3 ITUX
M3MEHEHUH  [EeTepMHUHUPOBAHO  TEHETHUSCKH WU
omnpenensercs pakTopaMu BHEIIHEH CPEIIbL.
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Tabnuua 1
I'eHeTHYeCKH IeTEPMUHHPOBAHHBIE IPUYUHBI YPOJUTHA3A
Jedexr mera-
Tun Bouesnn McKusick’s Goausma nim IIponykT nedexrHorol eHHbII rena Cnocod
KaMHs Ne $usnonorn- JOKYC | Hac/eI0oBaHHS
YeCKOro mpo-
necca
Kaubuus okcanar u (uin) kaabuus gocdar
CewmeiiHas nanona- Hapymiennast AyTOCOMHO-
Kanbuit TUYECKasi TUIIEPKalb- 143870 abcopOuust HewusBectHO X@33- | MOMHUHAHTHBIA
uuypust KambIys (7) .. qgter?
Bonesnp Dent’s/X-
CLETITICHHABIN Hedpo-
. nnfnas/ X-cuenneipHLIﬁ 300009, X-cuernnes-
Kanprmii o 310468, Hemssectno  |[CLCNS (McK 300008) Xp 11.22| HbIii penec-
PELIECCUBHBIN N
. 307800 CHBHBII
runodocdaremuue- ckuit
paxur Tun 111
AyTOCOMHO-
Oxcanar I/I)mo?amqecmn } 1 H?pymeHHHﬁ HemspecTio Hewus- JIOMHHAHT-
KaJIbLIMK OKCaNaTHbIM | 167030 MeMOpaHHBIN TPaHCIIOPT BECTHO HBII/TI0NH-
HedpoauTHas okcanara (?) TCHHBIN
TIOBBIIIIEHUE | vovvveevier veen eveeiiiieesiiiiee s
Oxcaar TepBryHas THITEPOK- 259900 CHHTE3a OKCalaTa|  AJIaHUH-TJIMOKCUIIAT b437.3 AyToc0MHo-v
canrypus tv 1 (v ruKonaTa) aMHUHOTpaHcdepasa PELIeCCUBHBIM
(EC2.6.1.44, G630A)
) I'n vokcunarpeaykrasa / )
Oxcanar Teppunas runepox 260000 TToBbIIEHNE D-rnunepartaeruapo- 9ql 1 AyTOCOMHOV
caypusi THIT 2 PELIECCHBHBIN
CHHTE3a OKcaJlaTa, renasza (EC
(1 L-riuie- para) 1.1.1.29/1.1.1.26)
Ilypunsl
o cre I" MMIOKCAaHTUH-TYaHUH |.............. X-crene
BBIILICHN -CLETIJICH-
Mouegast .| dochopubozuntpanc- Xq26- .
HCTOTa Lesh-Nyhan cunapom 308000 CHHTE3a MOYEBOH tbepaza (EC 2.4.2.8) q27 ) HEli penec
KHCITOTBI . CUBHBII
Mouegast I" unepakTHBHOCTh ToBbiienne  |[@ocdopudozunmnupo- X-cuernieH-
xncnora | Pocdopubosummipo- 311850 CHHTE3a MoueBoii|poctaT cunTerasa 1 X022-24 | bl penec-
(docdar cunrerassi-1 KHCIIOTBI (EC2.7.6.1) CUBHBII
CHuxeHue
KcanTun Kcantunypus 278300 OKCHIALUU Kcanmun okcupasa / 222.3- AyTOCOMHO_V
KCAHTHHA KCaHTHH JeTUaporenasa | p22.2 | peuecCHBHBIA
(EC1.2.3.2/1.2.1.37)
2,8-nu- TToBblICHHE
' Heduiur ageHun Anenun Gochopu-
- 2.8- - -
F?Iffoi dhochopubdosun- 102600 ;P;};IT%SOK’CH_ 6o3unrtpancdepasa (EC 16q2232'22 AyTOCOMHOV
o TpaHchepasbi AUTHIP 2.42.7) . pelieccuBHbIIH
HUH ajIcHUHA
IncTun
Cefg”‘gHﬁfl rBAT/SLC3AI (neperocunx Avtocontio.
[uctun Huctunypus Tum 1 220100 HCEHHaI()HH X JIBYXOCHOBHBIX 2q16.3 eyZCCHBHHﬁ
I PYTHX| o \sokncrnor, McK 104614) pent
JIBYXOCHOBHBIX
AMHHOKHCJIOT)
CHmkxenune
pe3opOorun
CTHHA -
[{uctun Huctunypus Tum 3 600918 CTHHA (1 ApyTHY HewussectHo 19q13.1 AyTOCOMHOU
JIBYXOCHOBHBIX PELECCHBHBIH
AMHHOKHCJIOT)
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OOMeH okcajmaTta y 3I0POBBIX JIOJEH XOPOIIO
cbaaHcupoBaH. Jlaxxe IpH HOPMATBHBIX 00CTOATEIHCTBAX
MoO4a SIBJIETCS CYIIEpCaTypUPOBAHHOM KaJIbIIKs OKCAIaTOM
1, COOTBETCTBEHHO, HEOONBIINE N3MEHEHHS B OKCAIATHOM
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He3HAYNTENNbHbIC MITH HECTIeIM(UIHBI, KaK MPH HEKOTOPBIX
CeMEHHBIX (opMax ypONUTHA3a, WCTHHHBIC IPU3HAKH
HACJIEACTBEHHOCTY MOT'YT OBbITh MAaCKHPOBaHbI BIIUSIHUEM
(haxTOpOB BHEIIHEH Cpexmsl, 3aTpyAHSIS (YHKIMOHAIBEHOE

roMeocrasc MIpUBOAAT K )II/ICGaJ'Ichy B MOJIB3Yy
KpUucCTaJllIn3alu. Ecnu n3MeHenus HOPMAaJIbHOI'O oOMeHa

WJIN IO3ULTMOHHOC KIIOHUPOBAHHC.
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OCOBEHHOCTH KJIMHUYECKOI'O TEYEHUSI PA3JINYHBIX ®OPM
HAPYIIEHUM POTALIMU U ®PUKCAIIUU KUILIEYHUKA Y lIETEﬁ TamkeHTcKui
HeANaTPUUSCKUH MEANIMHCKUH HHCTUTYT (pekTop - npod. b.T. [lamunos),

kadenpa rocnuTanbHOR AETCKON XHUPYPrUn

PE3IOME. OCOBEHHOCTHU KJIMHHUYECKOI'O TEYEHUS PA3JIMYHBIX @®OPM HAPYIIEHUIA
POTALIMA U ®PUKCALUYU KUIIEYHUKA Y JETEMN. B cratbe npescrasienst tanubie 190 feTeit ¢ HapyleHHMU POTALUA 1
¢bukcanuy KumeyHnka, Habmroaapmmxcs apropamu B 2002-2013 r. [Toapo6HO aHanu3upyrOTCs HOPMBI TCUCHUS 1 aHATOMHYECKHUE BAPHAHTEI
pOTanMOHHBIX HapyiieHuit. [IpuBeneHsr Mopdonornueckue KOMITOHSHTBI U ONEPALM OHHbIE HAXOAKH, XapaKTepHbIE ISl OTASIbHBIX KIIMHHKO-
AQHATOMHYECKHX ()OPM MaJIbPOTALIMHU KUILIEYHUKA.

KuroueBble ¢cJ10Ba: ManbpoTanust KUIIEYHUKA, KINHUKA, AHATOMHYECKAE POPMBI, TUATHOCTHKA, JAETH.

PESIOME. BOJIAJIAPJA XAP XWJI TYPIATH HNYAKJIAP POTALOUSICH BA ®UKCALOUSACHU
BY3WJINIIJIAPUHUHI' KIIMHUK KEYUII XYCYCUSTJIAPH. Y6y makanona 2002 - 2013 iiwuiapaa myamudiapHuar
Ky3arummga 6ynaran 190 nadap 6omanapaa uuaknap porarus Ba GUKcausicu Oy3unuiiy 6aitH stiiarad. Poranus Oy3uIHIIMHUHT aHATOMUK
BapUaHTIAPU Ba KEUHIIHUHUHT MAKUapu 6atadcui kentupwirad. Muakiap MaabpOTAlMsICH TYpJIM aHATOMHUK MIAKIUIAPH YIYH XapaKTepin
Oenrunap Ba onepalys kapailHuaa aHUKIaHaJUraH y3rapyuiniap TYTpUCH/Ia CY3 FOPUTHIIAIN.

Kaaur cys.napl-l: WYaK MaabpOTaIisl, KIMHUKACH, aHATOMHUK IIAKJUIAPH, TALIXKCIIAI, OoJanap.

Summary. CLINICAL FEATURES OF THE VARIOUS FORMS OF VIOLATIONS OF ROTACION AND
FIXATION OF THE INTESTINE IN CHILDREN. This article presents data of the studying of 190 children with intestine malrotation
and fixation being under observation by the authors during the period from 2002 to 2013. The forms of development of malrotation and
anatomic variants of the rotations disorders are analyzed in details. There are shown morphological components and operation findings
characteristic for some clinical-anatomical forms of intestinal malrotation.

Key words: malrotation, clinical picture, anatomic forms, diagnosis, children.

ManepoTanus - aHOMAaJHsS MOJOXEHHUS TOHKOH M TOJCTOH
KHIIKOK ¥ TIOpOYHOe (GOpMHpOBaHUE OpBDKEWKH B pe3ylbTaTe
HE3aBEPIISHHOTO MM HEMPaBUIBHOTO BPAICHHUS SMOPHOHATIBHON
MymoBUHHON  meTyi.  Hemocratounas, oOmas  OpbDKeika
OTCYTCTBHE, WM MATOJOrn4ecKasi (PUKCAnus pa3iIMyHbIX OTIEIOB
Cpe/iHel KHUIIKK Ha 3Tarax BpaIleH!s] 00yCIOBICHHBIE aHTE- /I
MOCTHA- TAJBHBIMHA HapyIIEHUSMH, MOTYT CIy>KUTh aHATOMHYE-
CKAUMH  TIPEANOCHUIKAMH  BO3HUKHOBEHHS  MHOTOYHCICHHBIX
BapHaHTOB MaJbPOTAllMM W aHOMAlMid (DUKCAIMH KHINCYHUKA

[172,6]. B 3aBucuMOCTH OT CpOKa W CTaJWU BHYTPHUYTPOOHOTO
Pa3BUTHUS IUI0/Ia BAPUAHTHI AHOMAIIH TIPOSIBISIOTCS OTCYTCTBHEM
WM HETOJNHOW poTanueli, 00paTHOH, Ype3MepHON poTaluen Win
obpa3oBaHMEM BHYTpeHHeH Trpepku. Ha srtamax BpameHus
KHWIIEYHNKa BO3MOXKHBI IIaTOJOTHYECKas (HUKcalus B He
CBOWCTBEHHOM MECTE MJIM OTCYTCTBHE (PU3HOIOrHYECKOro Kperuie-
HUS OpBDKEHKH, OTAENBHBIX 4dacTell KuineyHuka. JlaHHbBIE
JIUTEpaTypsl O MaJbpOTAllMM KHUIICYHWKA EAWHWYHBI U B
OOJIBIIMHCTBE CITy4aeB COAEPIKAT JIMIIH ONMMCAHUE OT-
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