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Peztome. Taoxuxkomuune makcaou - HO30M02UK WAKIIAPHUHZ —Y4ACMOMACUHY, KIUHUK 84  AHAMOMUK
V32apunapHuKHe — XYCYCUAMIAAPUHY, — KVWMAd — AHOMAMUAAAPHUHZ — mabuamunu  6a  Oonanapoa  aAHOPeKmal
mangpopmayusinapuune  (APM)  kam  yupaiiouean pecuoHan icotlauiuul  MYypAAPUHUHE  PUCIYI03  WAKLAPUHU
ouazHocmuka 6a 0asonaul YCYINAPUHU MAHAAWHU YpeaHuw 30u. Mamepuannap eéa maoxukom ycyiiapu. TowlITH
eochuman 6oranap xupypeusicu kageopacu kaunuk 6azarapuoa 2009-2019-twnnapoa 504 wagpap APM  6unan
Kacaunanean Oonanap Kypukoan Ymrasuiou ea 0aeonanou. JJuaecnocmuka dockuuuoa APM nume xiunux ea aHamomux
WAKINapUHY  AHUKIAWEA, AHOPEKMAN 30HA 6d 0OMYpamopHuHe AHAMOMUK 6d (DYHKYUOHAN XOaamuHu 6axonauied
Kapamuiean KIUHUK 8a aabopamop, uncmpymenman (pewmeen, yimpamogyuw, MCKT) ea maxcyc maoxuxom ycyiiapu
ymrazunou. Hamuowcanap. Busnune xyzamyenapumuzoa 121 6ona anopekman mangpopmayusiapHune Kam yupauouean
pecuonan Jcounawiunl mypaapyu bunan Kacaiianean. Yoy waxinap mypau noszono2ux wakiunap opacuoa 0,83% oan 24%
eaua mebpanuwnap ounan APM nune ymymuti mapxkubuoa 24,1% nu mawxun smou; xuziapoa - 95 (78,5%), yaun
bonanapoa - 26 (21,5%) ycmyunux xunou. Amyc sxmonusacu 25,6% xonnrapoa xysamunean;, 24% amyc ounan nopman
wiakinanean pexkmozeHuman oxmanapruve H-warxnu; 18,2% 0a pexmosazunan okma buran ampesus. Tyepu uuakHuue
OybauKayusacy, KIOAKaHuHe dKCMpoduacu, ypoceHuman okma xoiamiaapu Keaxmupunean. Typau HO30102UK wakiiapod
bupea Kenaouean NAMOIOUAHUHZ MAdUAMU 84 YACMOMACU MAXAUT KUTUHOU.

Kanum cyznap: anopexman mangopmayusanap, Kam yupauouzan pe2uoHal HCounauumu mypiapu, OuazHoCmuKda.

Abstract. The aim of the study was to study the frequency of nosological forms, features of clinical and anatomical
variations, the nature of combined anomalies and the choice of diagnostic and treatment methods for fistulous forms of
rare regional variants of ARM in children. Materials and research methods. In the clinical bases of the Department of
Hospital Pediatric Surgery of TashPMI in 2009 - 2019, 504 children with AWP were examined and treated. At the diag-
nostic stage, clinical and laboratory, instrumental (X-ray, ultrasound, MSCT) and special research methods were carried
out aimed at determining the clinical and anatomical forms of AWP, assessing the anatomical and functional state of the
anorectal zone and the obturator apparatus of the rectum. Results. In our observation, 121 children were with rare re-
gional variants of anorectal malformations. These forms accounted for 24.1% in the total structure of the AWP with fluc-
tuations from 0.83% to 24% among various nosological forms; prevailed in girls - 95 (78.5%), in boys - 26 (21.5%). Anus
ectopia was observed in 25.6% of cases; H-form of rectogenital fistulas with a normally formed anus in 24%; atresia with
rectovaginal fistula in 18.2%. Cases of duplication of the rectum, exstrophy of the cloaca, urogenital fistula are presented.
The nature and frequency of concomitant pathology in various nosological forms were analyzed.

Key words: anorectal malformations, rare regional variants, diagnostics.

AKTyaJlbHOCTh. YacToTa  aHOPEKTAIbHBIX 10000 mereil 1 HE MMEET TEHIAECHIUU K CHUKEHHUIO.
Manbopmanuii (APM), o maHHBIM paznU4YHBIX aB-  bojbiryro Bapuaruio dactotel APM MoxHO 00Bsic-
TOpPOB, KoJeOaeTcs B mpenenax ot 1,66 10 9,94 Ha  HUTH OpraHM3alMed ydeTa W PerucTpaliy MOPOKOB
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pasButus. CrnenyeT OTMETHTB, YTO OTIeNbHBIE (op-
MBI aHOPEKTAJIBHBIX aHOMAJIUI OTINYAIOTCA 10 Yac-
TOTE B pa3HbIX peruoHax mupa. Bo @pannuu, Illse-
uun u CHIA cpennsist wactora APM cocrasuna 3,4
Ha 10000 meteit ¢ OompImeil pa3HUIEH B TOMYIIAIUIX.
10.B. Kpymensaumikas (2018) mo maHHBIM STHje-
MHUOJIOTHYECKOI'0 MOHHUTOpPHUHTA 32 13 jeT ycTaHoBu-
Ja pa3nuuHyro 4actory APM mo oTnensHeIM peruo-
HaM P® npu OTHOCHTENTFHO HU3KOM OOIEM IOKa3a-
tene (1,66 ma 10000 >XMBOPOXKIEHHBIX) IO CpaBHE-
Huto EBponelickumu crpanamu. Ilo manneim H.H.
Almaramhy (2012), yacToTa aHOpPEKTaJIbHBIX aHOMa-
muit B CaynoBckoit Apasum 3a 1998-2010 r. cocra-
Bmwia 9,94 wa 10000 poxmeHwii, 9TO BHIINIC YeM B
crpanax EBponbl, Amepuxku u Kuras. Ha mexnayHa-
poaHO KoH(epeHIMH, MOCBAIIEHHON CTaHAapTH3a-
LMY OIIEHKE MCXOJIOB aHOPEKTaJbHBIX AaHOMAaJIWi B
Kpuxkenoeke (I'epmanusi) B 2005 roqy mpuHsiTa Kiac-
cuukamus APM, pasznugaroriasi OCHOBHBIC KIIHHH-
geckue (OpMbI U PElKUEe PErHOHANIBHBIE BAPUAHTBHI.
Yacrora APM B 3aBHCHMOCTH OT I0JIa, IO JAaHHBIM
JUTEPaTyphl, B Pa3sHbIX PErHoHax MHUpa KoJjeOmercs
oT 56 no 64,1%. BonpIMHCTBO aBTOPOB YKa3BIBAIOT
Ha TpeoOiajaHHE MATOJOTHH CPEeId MaJbYHKOB.
[Ty6nukanuu, noceamenHsie APM, B ocHOBHOM oc-
BELIAIOT ACMEKThl JAMAarHOCTUKH U XHUPYPTUYECKOTO
JIeYCHHUST OCHOBHBIX KIMHUYECKUX (OPM ITaTOJIOTHH.
Pabor ¢ aHanu3oM 9acTOTHl PEeIKUX PETrHOHATBHBIX
BapHUAHTOB B 3aBUCUMOCTH OT I10JIa OOJIBHBIX Majo, U
OCHOBaHbl OHM Ha HEOOJIBLIOM KIMHHUYECKOM Mare-
puare.

Ieab uccjie0BaHUsA — U3YyYUTh YaCTOTY HO-
30JI0THYECKUX  (OpM, OCOOCHHOCTH  KIMHHKO-
aHATOMHUYECKHX BapHalUii, XapakTep COYETaHHBIX
aHOMAJTMI U BBIOOP METOIOB TUATHOCTHKH U JICUCHHS
IpU CBHUILUEBBIX (OPM PEIKUX PErHOHAJIBHBIX Bapu-
aaTax APM y nmerefi.

Marepuaasl M MeTOAblI HcciaenoBanus. B
KIMHAYEeCKUX 0Oa3ax Kadeapsl TOCHHUTAIBHOH AeT-
cko xupypruu Taml[IMU B 2009 - 2019 r. nHaxonu-
Juch Ha oOcenoBanuy U edennu 504 nereii ¢ APM.
HeBouek Obuto — 258 (51,2%), ManpumkoB — 246
(48,8%) B Bo3pacte ot 1 mus mo 15 ner. BombHBIX
pacnpenenId B COOTBETCTBUM C MEXIYHAPOIHOM
knaccugukanuei, npunaarod B Kpukenbeke (2005),
BbIZIeUB OCHOBHBIE (383-76%) U pelkue pernoHallb-
Heie Gopmsl (121-24%). Ha sTame muarHocTukw mpo-
BOIWJIN KIMHHUKO-TabopaTopHble, WHCTPYMEHTAIb-
Hele (pentreHonorndeckue, Y3U, MCKT) u cneuu-
aJBHBIE METOABI HCCIECIOBAHNSA, HAIpPABICHHBIE HA
omnpeneseHNe KIMHUKO-aHaToMuIeckux dhopm APM,
OLICHKM aHAaTOMO - ()YHKUIHOHAIBHOTO COCTOSHHS
aHOPEKTAJIbHOM 30HBI M 3alupaTelbHOro ammapara
npsiMol kumiku. Ilpn xommiexkcHOM oOciemoBaHUU
ocoboc 3HaUCHHE MPHABAIN BBISBICHUIO COITYTCT-
BYIOIIIMX aHOMAJINN APYTHX OPTaHOB U CUCTEM.

Pe3yabTatbl u ux obcyxnenue. Cpenu 504
nereit ¢ APM ocHOBHbIE KIMHUYECKHE (HOPMBI MMaTo-

nmoruu Habmonamucek y 383 (76%). U3 Hux Manpuu-
k0B Obu10 220 (57,4%), neBouek — 163 (42,6%). Pen-
KHe€ peruoHaibHbie (JOPMBI IUArHOCTHPOBaHBI y 121
(24%) OonbHOTO; Yy 95 (78,5%) nmeBouek u y 26
(21,5%) manpumkoB. [lo xapakrepy maronorum, yac-
TOTE OTAETBHBIX HO30JOTHUECKUX (POPM B 3aBHCHMO-
CTH OT I0JIa OOJIHBIX BBISBIICHBI pa3iuuus. Y JCBO-
yek yactota APM yMmepeHHO mpeBanupoBaiia IpH
OoJBITIeH Pa3HOOOPA3HOCTH HO3OJIOTHYSCKUX (hOpM,
HEKOTOPBIC U3 HUX HE HAOJIOAIMCh Y MaJIbuUKOB; Y
JICBOUYEK 3HAYMTEIILHO MPEoONafany pelKue pPeruo-
HaJlbHBIE BapuaHThl aHoManuu (95 - 36,8% wu3 258)
[0 CpaBHEHHWIO C Majgbuukamu (26 - 10,6% u3 246).
[Ipu aHOManMu, BCcTpevaromeics y JIMI 000UX TOJIOB
OTMEYEHBI Pa3IIN4us 10 UX YUCIEHHOCTH (Tabui.1).

PexToBarmHa bHBINA cBHIN (22 ACBOYCK) CO-
CTaBUJ, COOTBETCTBEHHO 4,3% 1 18,2% B cTpyKType
penkux pernoHaibHeIX GopMm ¢ APM. 17 u3 HUX ObI-
JIY TIEPBUYHO TOCIMTAIN3UPOBAHbI B HAIly KIIMHUKY,
5 mocTymuian W3 Ipyrux Je4eOHBIX YUPEKICHHUM I10-
cJie oreparuii (HaJI0)KEHUE CUTMAaCTOMBI - 1, peIuInuB
ceumia- 4). CIM3ucTo-THOWHOE OTIENIIEMOE U3 BYIIb-
BBl MKy aKkTaMu Je(eKalliy y JAeBOYEK MOCNE BbI-
[IACKU U3 POJUIIBHOIO JI0Ma C JUAarHo30M “‘peKTOoBe-
CTUOYIAPHBIN CBUIL” OBIJIO OCHOBHON NMPHUYMHOM 00-
palieHuss B Xupyprudeckuid cranuonap. OmHou ne-
BouKke ObLTO 3 Mec., 8 — 10 OTHOTO roja, 8 — 10 TPex
JIET C BBIPAKCHHBIMHU SIBJICHUSMHU BYJbBOBarvHUTA.
To ecTh, neTH ¢ CpeKTOBarvHAJIBHBIMH CBHUIIAMHU B
XUPYPrHYECKUH CTal[MOHAp OBUIM HaNpaBJICHBI C
omoznanueM. Y 13 (59,1%) meBouek u3-3a gocraTod-
HOT'O IMaMeTpa CBHILEBOTO XOZa 33JePKKU CTyJa He
obut0. B 9 (40,9%) ciay4asx mepuoandecKd oTMeda-
JIOCHh 3aTPYOHEHHOE OMOPOKHEHHE KHINeYHHKa. Bo
BCEX CJIydasx MpaBUIbHBIN JUarHo3 ObUT YCTAaHOBJICH
B KiuHHKEe. OCHOBHBIM METOJIOM JTUArHOCTUKHU SIBJIS-
€TCsl TINATENbHBIH OCMOTP MPOMEXKHOCTH, YTOOBI
nudhepeHIIMpoBaTh MATOIOTHIO ¢ PEKTOBECTHOYIISAP-
HBIM CBHII[OM IIPH KOTOPOM, KaK MPaBWIIO, YAAeTCS
OTIPEIETIUTh CBUIIEBOW XOJ B IMPENJIBEPhE BIaraiu-
me. Y 8 (42,1%) manueHToK mpsiMasi KUIIKa CO CBU-
IIIOM OTKPBIBAJIACH B JUCTAJBHYIO YaCTh BJIarajviia.
Brigenenne KUIeYHOTo COAEPKUMOIO M3 Hee B Ha-
MPaBUTEIHLHOM JHArHO3€ OIIHOOYHO PACIEHEHO PEeK-
TOBECTHOYISIPHBIM cBUIIOM. Y 6(27,3%) cBHII JIOKa-
JU30BaJICS B MPOKCHMAIBLHOM OTHENE BaruHbl ¢ Xa-
PaKTEPHBIM BBIIEJICHHEM KHIIEYHOTO COAEPKUMOTO
4yepe3 JCBCTBEHHYIO IUIEBY, YTO TaKXKe OIIMOOYHO
OBUIO TIPUHSATO PEKTOBECTUOYISIPHBIM CBHIOM. Jlu-
arHo3 PEeKTOBarMHaJHHOTO CBHWIIA SIBIISIETCS TOKa3a-
HUEM K HAJIO’KEHUIO TIPEBEHTHUBHON KOJIOCTOMBI.

H-tun cBumessIx ¢popm BoisiBieH y 30 60b-
HBIX — 3TO COOTBETCTBEHHO, 5,9% u 24,8% B o0111el
CTPYKTYpE U cpeau pernoHanbHbIX popm APM. Cpe-
mu Hux npeobmamanu neBodkd — 29 m3 30. Touno
YCTaHOBUTHh NPUYHHBI BO3HUKHOBeHHs H-Tumna cBu-
e CI0KHO.

BuoJsiorust Ba THOOMET MyamMMoJIapu
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Taoauna 1. Peaxue perrnonanbaeie Gopmbl APM B 3aBHCHMOCTH OT Bo3pacTta U noJia 0oabpHbIX(n=121)

Bo3spact 607bHBIX
ITon
ot 1 or 1 Or | Or
Hozonoruueckue
Ne (bopMB! Hosopoaermsie | ™S roga | 3o | 7 no | Beero
P Manpunk | JeBoYKa P no 1 no3 7 15
rosa JetT | ner | ner
1 | AAtpesua ¢ pexro- Ba- i 22 . 13- | 42 | 2 | 1| 17
THHAJBbHBIM CBUIIIOM
o | H—dopwa csumanpu |, 28 . 151 | 3 | 43| 21 | 2455
HOPMaJIbHOM aHyce
3 H — ¢popma cBuma mpu i 1 ) ) 1/)- ) 1/-
CTEHO3e aHyca
4 PeKTOMOIIOHOYHBIH 6 ) 5/ i 1/)- ) ) 6/-
CBHII
5 | PexTasbHBIN MEIIOK 6 3 3/- 5/1 - - - 8/1
G | CTEHO3 PSIMOH KHIIIKK 8 5 1/- 6/- 3/ ) ) 10/-
U aHyca
7 | OxTonms aHyca 5 26 12/- 12/- 5/- | 2/- | 3l/-
8 zﬁfre“mm"“’m ci- i 9 . y- | 3~ || 3| en
9 | Dkcrpodus Knoaku - 2 1/- 1/- - - - 2/-
10 Y aBoeHue npsAMoi ) 5 ) 9/ ) ) ) 2/-
KHUIIKH
Bcero 26 95 10/- 55/2 | 26/2 | 11/6 | 7/2 | 121

HpI/IMC‘IaHI/Ie: B YHCJINTCJIIC— KOJINYECCTBO 6OJH)HI>IX, TNEPBUYHO IMMOCTYNUBIIUX B KIIMHHUKY; B 3HAMCHATECJIC — I1O-

CJIC ICPECHECCHHBIX onepam/lﬁ B APYTIUX CTallMOHapax

OHU MOTYT OBITH BPOXXICHHBIMH WITH BCIIEICT-
BHE TICPEHECCHHOTO, BOCHAIMTEIILHOTO IIPOIecca,
OCIIO’)KHEHUS TIEPEHECEHHOUW MPOMEXHOCTHOU orepa-
uy 100 00YCIIOBICHBI COYETAHUEM YKa3aHHBIX SIB-
nenuit. Y 28 (93,3%) OONBHBIX MATONOTHS pacicHeHa
BpoxkaeHHOH. 13 Hux 24 (85,7%) neBodku poauivch
C PEKTOreHHTaJIbHBIM CBUIIOM IIPH HOPMAIBHO
chopmupoBanHom anyce, 1 (3,3%) — npu cTeHO3UpO-
BaHHOM aHyce U mpsmout kumiku. Jlums y 1(3,3%)
MaJbuMKa 10 ONepaluy ObUT YCTAaHOBJEH IHWArHo3
PEKTOYpETpaTbHBIA CBUI MPH HOPMAIBHO chOpMU-
POBaHHOM aHyce.

Bospact neBouek ¢ H-tumom ducrynsr npu
MIPOBEJICHUH ONEPATUBHOTO BMEIIATEIHCTBA COOTBET-
crBoBai a0 3 mec. —y 3 (10,3%); ot 3 mec. mo 1 roma
—y 12 (41,4%); ot 1 roma 1o 3 ner —y 2 (6,9%); ot 3
mo 7 ner —y 8 (27,6%); ot 7 mo 15 ner —y 4 (13,8%).
[ToBomoM mist obOpamienust poauteneil OOMBHBIX Je-
Tel OBLIO BBIJICJIICHUE JKUIKUX KaJIOBBIX MacC U rasa
3 mpenaBepus Biaranuina. OO0beM BBIIEICHUN Y
OOJIBHBIX 3aBUCENI OT JUaMETpa CBUIICBOrO X0Ja U
MeCTa OTKPBITHS B IIPOCBETE NpsAMOM KUIUKH. [Ipu
MIMPOKUX CBUIIAX HAOIF0AaI0Ch OOBIIOE KOTHYECT-
B€ TIOCTOSIHHO oTAemnsieMoro. llpn y3xoMm cBuieBoM
X0JIc 00bEM BBIJICIICHUS YBEIIMYUBAJICS BO BpEMsl aK-
Ta aedekammu. Y Bcex OOJILHBIX OTMEYAIUCH SIBIIC-
HUSl HH)EKIIMA MOYEBBIBOIAIINX ITyTeH M HAPYKHBIX
MOJIOBBIX OPTaHOB B BHJE BYJIbBOBaruHUTa. Y 9
(31,0%) GonbHBIX OBUT HEYCTOWYMBBIN CTYII, )KUAKUI

¢ npumecsio ciusn. Y 1 (3,4%) ormedena 3anepxka
CTyna, mpu OOCIIEIOBAHUM YCTAaHOBJICH KOPOTKUH
AHOPEKTAJIbHBIN CTEHO3.

2 neBOYKaM B CBS3U C MepHUaHAIBHBIM adcIiec-
coM B Bo3pacTe 1 W 2 Mec. O MECTy >KHUTElbCTBa
MPOBEJICHO KOHCEpPBaTHBHOE JiedueHWe. B Tpex Ha-
OIOJIEHHSIX CBHI BO3HUK Ha (JOHE TMEPEHECEHHOTO
BocnajeHuss. OTHOBPEMEHHOE HAIMYNE PEKTOBECTH-
OYJISIPHOTO ¥ TapapeKTaILHOTO CBUILEH OTMEUYCHA Y
OHOM manueHTKU. KOCBEHHBIMHU MpU3HAKAMU, MOJ-
TBEpKIAIONIIMI BO3HMKHOBEHHE IIpoOIlecca Kak Oc-
JIO)KHEHUSI TIEPEHECEHHOT'O0 THOWHOTO BOCIAJICHHS B
MIPOMEKHOCTH, SABISIOTCS Je(hOpMaIUs MMOJIOBBIX I'y0
W CKIIEPOTHYECKHEC U3MEHEHHI B CIM3HUCTON 000J104-
K€ B IPpC€AJABCPhA BjIarajiviia U Mpujicraroimux y4acT-
KOB MPOMEXKHOCTH. Y OCTalbHBIX JEBOYEK YCThE
CBUIIIA B CIIM3UCTONW 000JI0OYKE MPSIMOUN KHUIIKH JIOKa-
JIN30BAJIOCh HAa ypOBHE 3y0YaTol JIMHUMA U ONIKE K
MaJIbIM TIOJIOBBIM I'y0aM cripaBa wiM cieBa. lpu ruc-
TOJIOTUYECKOM  WCCIIEIOBAaHUH  PE3CIHPOBAHHOTO
CBHUIIIEBOTO XO0/Ja y OOJNBIMHCTBA JIETEH BBISIBICHBI
OIIUTCIINAJIbHAsA BBICTHUJIKA IIJIOCKHM  JIIMTCIIMEM,
IUPKYJISPHOE PACIIONIOKEHNWE MBIl C HEPBHBIMU
CIUIETEHUSIMH,  COOTBETCTBYIOIIHE  KHIIEYHOMY
CTPOCHHUIO M YKa3bIBAIOIIMMHU Ha BPOXKJICHHBIA Xa-
paxrep.

B GompmimHCTBE CiydaeB KIMHUYECKas IHar-
HocTuKa H-Tvn cBHIEH y AEBOYEK HE COCTABIIsLIA
3aTpyAHEHUM.
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Puc. 1. Cxema H-Tuma pekToreHuTaIbHBIX CBUIICH Y IEBOYCK

OCHOBHOE 3HaYCHHE B YCTAHOBIICHUH JHUATHO-
32 — OCMOTP MPOMEXHOCTH, HAPYKHBIX TIOJOBBIX Op-
raHoB W npsmoi kumku. Y 28 (96,6%) anyc ObuI
chopmupoBaH HopmansHO; y 1 (3,4%) meBouku oT-
MeYeHbl sBieHus cTeHo3a. Y 24 (82,8%) OoibHBIX
JIoKaliM3alus anyca Obuta tunuasol, y 5 (17,2%) —
CO CMEIlIEHUEM; y 3 He3HAUUTEJIbHOE (MHJIEKC aHajb-
HO# mo3uruu - 38), y 1 — 3aMeTHOE (MHIEKC aHAIb-
HOW mo3utuu - 22). Y 18 (62,1%) G0apHBIX CO CBU-
LIEBBIM X0J0M Oojiee SMM B JaMeTpe ObUIO XOPOILO
3aMETHO MECTO OTKPBITHSI (PUCTYNBI B TNpelaBEphbe
pnaranume. Y 6 (20,7%) OONbHBIX MPU Y3KOM CBH-
meBoM xojie 1y 5 (17,2%) npu pexToBaruHaILHOM
CBUIIIE JIOKATH3AMHUIO (PUCTYIBI yIAIOCh YCTAHOBUTH
IpY MOMOIIX ITYTOBYATOTO 30H/A, BBEJCHHOTO Yepes3
YCThE CBHINA CO CTOPOHBI TPEANBEPHs BiIarajviia
WIN B MpocBeTe NpsMol kumku. [Ipu stom yOenu-
TEJIHHO MOXKHO OTPEACTUTh YPOBEHb PEKTOTCHU-
TaJbHOTO COOOIIEHUS U OKOHYATEIHHBIN BUJ aHATO-
MHYECKOH JoKamm3anmu H-tuma cBuma mo  A.
Holschneider. u J.Hutson, 2006 (puc.1).

VYcrhe cBUIAa B MPOCBETE MPSMOW KUILKH JI0-
KaJTM30BAJIOCh HA PA3IWYHBIX PACCTOSHHUSIX OT KOXK-
HO-CJIM3UCTOTO TIEPEeX0Aa MpsSMOW KUIIKH: 10 3yOua-
toit nmuauun- 7 (24,1%), Ha yposHe — 13 (44,8%), BbI-
me - 9 (31,1%). Y 6 (20,7%) OOMbHBIX JTOKAIHN3aLUs
COOTBETCTBOBaNa aHOBecTyONsipHomy H-Tumy —
«IIPOMEXKHOCTHBIA KaHam» (puc.la); y 11 (37,9%)
PEKTOBECTYOYISIpHOMY — TIPOMEXKYTO4YHast Qopma
(puc.16); y onHOM M3 HUX MPU PEKTOBECTHOYISIPHOM
COOOIICHNU OTMEYCH eIl W MapapeKTaIbHBINA CBHII,
y 12 Beicokas gopma (puc.1B).

W3 52 manpumnkoB y 1 (1,9%) no oneparun yc-
TAHOBJICH PEKTOYPETPaIbHBIN CBUIL MPU HOPMAJIbHO
c(hOpMHPOBAaHHOM aHYCE€ BPOXIEHHOTO XapakTepa.
Jnarso3 mnoATBEpKIEH KOHTPACTHOMYpPETPOLHUCTO-
rpadueii. B 51 (98,1%) mabmiogeHnn peKTOypeT-
paibHBIE CBUINM YCTAaHOBJICHBI IOCIE MEPBUYHBIX
MIPOMEKHOCTHBIX ONEpalyil M0 MOBOAY aHOPEKTallb-
HBIX aHOMAJIMH (TIPEeaoI0KUTENFHO; KaK HE JUarHO-
CTUPOBaHHBIE /IO M BO BpeMs ONEpaluil Wid STPO-
TCHHBIC MOBPEXICHUS YPETphl IO XOAY MOOHIN3a-
WU TpsiMoi kuikn). Hamm maHHBIE 0 KpaitHeil pen-
koctu H-popm ceuileil y MaIbYMKOB, COOTBETCTBY-
10T JINTEPATYPHBIM.

Pextomomonounslii cBum; (PMC). Pekro-
ypeTpalibHble CBUILH, OTKPBIBAIOIIUECS IO XOAY Cpe-
JIMHHOTO IIBa MOIIOHKH (pHC.2), OTHOCATCA K PEIKUM

¢dopmam APM. (Endo M.etal. 1999). Me1 nabnronanu
6 (6,5%) ManpumkoB W3 93 ¢ TIPOMENKHOCTHBIMHU
ceutiamu u3 59 (63,4%) manbuukoB u 34 (36,6%)
neBouek. Kak mpu peKTOmpoMeKHOCTHBIX (prcTymax
OTBEPCTHE PEKTOMOIIIOHOYHOTO CBHINA OBLIO CYXKe-
HO. CTeneHb CyXeHHs OIpeNessUii ¢ pacIIupuTeNs-
mu ['erapa. Jluamerp cBUIla COOTBETCTBOBAI Y3KOMY
ceumy - y 5 (80,3%), cBumty cpenHei mmpoTh - 1
(19,7%) OonpubX. Illupoxuit cBUI Cpeau 3STHX
OosbHBIX He HabOnromanu. B amarHocTudeckuii Kom-
IUIEKC BKJIIOYAJIM BOCXOIAIIYIO(HUCTYIOUPPHUTOrpa-
(U0 1 MccnenoBaHus, HAaPaBJIeHHbBIE HAa BHISIBICHNE
ACCOLMUPOBAHHBIX AHOMAJIHMHA JAPYIrUX OPTaHoOB U
CHUCTEM.

Bpoxkaennblii pekranbHblii Memok (BPM)
yctanoBieH v 9 (1,8%) u3 504 GombHBIX ¢ APM u'y
7,4% cpenu MalMeHTOB C PEIKUMU PETHOHATHLHBIMHU
BapHaHTaMu aHOManud. Mank4ukoB Obw10 6 (66,7%),
neBouek Obuto — 3 (33,3%). HezaBucumo ot moma
HOBOPOXXICHHBIE OBLIM ONEPUPOBAHBI C TUATHO30M
“OeccumieBas popma APM” ¢ sIBIICHUSIMU HU3KOH
KUILIEYHOM HENpOXOAUMOCTH B 1-2 CYTKM KU3HH,
OTIEpaIMi0 3aBEPIIATA HAJOXKXEHHEM CHIMAaCTOMBIL.
[IpyuunHOM, HporpeccUpyrolnieil HU3KOW KUIIECYHOU
HETMPOXOAMMOCTH Y MAJIbYUKOB OBIJIO UYpe3MEpHOE
CKOTUIEHHE KUIIEYHOTO CONEPKUMOTO B PEKTAIHLHOM
MEIIIKE U3-332 Y3KHX CBHUIIEBBIX XOJOB, 00Pa3yOLINX
cooOrieHre ¢ MO4eBbIM My3bipeM. 13 3 neBouek y 2
KHCTO3HO PACIIUPEHHBIA YyYacTOK TOJCTOH KHIIKH
cooOmancsa ¢ BiaraiviieM, y 1 - ¢ MOYEeBBIM ITy3bI-
peM. XapakTepHbIM PEHTT€HOJOTHYECKHM TpHU3HAa-
koM BPM npu atpe3un npsMoil KUIIKH SIBISIETCS. Ha-
JUYHE Ta3a B MOJIOCTH MOYEBOTO my3sipsi. U3-3a pen-
koctd BPM y 2 G0NbHBIX 3TOT yKa3aHHBIA PEHTTEHO-
JIOTUYECKHUM MPU3HAK OCTaBajCsi He3amMe4eHHbIM. Bo
BCEX HaOIIOJIEHUSX OKOHYATENbHBIN TUArHo3 ycTa-
HOBJIGH Ha MOCIEAYIOMIMX 3Tamax JAWarHOCTHKU H
OIlEpaTHUBHON KOppEeKUUH B Bo3pacTe: -1 mec.- 2; -2
Mec.-2; 3 mec.-2; 6 Mmec. -3. B xo/1e JTMKBHIAIMH CUT-
MacCTOMBI YCTaHOBJICHO 3aII0THEHHOE KHIIEYHBIM CO-
JEPKUMBIM MEUIKOBHIHOE pAaCIIMpEeHHe YKOpPO4YeH-
HOW TOJICTOW KHMIUKU C YTOJILIEHHBIMH CTEHKamu 0e3
raycTpanuil U )KHPOBBIX IMOABECOK, C THIEPTpoduei
cnu3ucToi o6onouku. IIpu OTCYTCTBUHM TepexoaHOM
30HBI MEXIY HOPMAIbHBIM YYaCTKOM KHIIKH U
OOMJIBHBIMH KPOBEHOCHBIMH COCYAaMH KHCTO3HOTO
pacmpenus 10 12 ¢M CBHUIN BIagal B MOYEBOH My-
3bIPb WIIM BIAraiuiie (puc. 2).
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Twpae 1

Type |

l

BI/II[ TIOJTHOM ITOPaXKCHUE

Iype IV

Type 111

!

BI/II[ HETIOJIHOM ITOPAXKEHUE

Puc. 2. Cxematrueckoe u3obpakenue Tumos BPM. Pucynok u3 pykosozactsa HolschneiderM.A., HutsonM.J.

Ta6auua 2. Yactora 1 BUABI COMYTCTBYIOMNX aHOMAIIMH MPH PEAKNX U PErHOHANBHBIX BapuaHTax APM y

Jerei
Bin APM [Ton COIyTCTBYIOIINE aHOMATHHI

A OoonpHelX] CCC |MIIC | XXKKT | KMC [[To3zsonounuka [THC [MHOXeCTBEHHBIC
Fnei?g; ATHHATIBHDBIT CBHIT Jes. 1 6) | 5(7) 2 2(8) 9 (21)

N €B. 1 1 1
PexranbHbIil Memok (N=9) I\J:/[Iaﬂ. D @ [ 2 - - - o)
«H-Tum» pekroypeTpanb- i i i ) )
HBIM cBHIIIOM (N=1) Mar. !
«H-THI» peKTOreHuTaNIb-
ibin cBHIIOM (N=6) Jes. 1 1(1) | 4(2) - 4) 2 4(9)
fnei(;;)MO]_HOHOHHBIH CBUIII Mai. 11) | 2(1) 1 i ) ) 1(2)
Bcero (n=40) 4(2) |5(12) (g) 2 2(12) (2) 18 (41)

Hamm OonbHBIE COOTBETCTBOBAIM IMOIHOMY
BUIYy TOpakeHUs (4) -0TCyTCTBHE MU HEAOCTaTOYHA
JUTS. HU3BEJICHHUS [UTMHA TOJICTOW KHIIKH, TpeOyromast
KOJIOIUTACTUKY W3 PEKTAIBbHOro Memka: a) | tum —
MTOJTHOE TTOpaKeHUE TOJICTON Kumkw - 4; 6) II Ttum -
MOJTHOE TTOPaKEHUE TOJICTOM KHUILIKU C COXpaHEHHUEM
WJICOLIEKATBHOM 3aCIIOHKH -3. 2 OOJBHBIX COOTBETCT-
BOBAJIM HETIOJIHOMY BHUIY MOpPaXeHHs (UIMHA TOJ-
CTOW KWIIKH MMPOKCHMaJIbHEE PACIIMPEHHOTO MEIKa,
JocTaTouHast AJ1s1 Hu3BeaeHus O0e3 konoruactuxu: 111
TUI — CyOTOTaNIbHOE BOBJICUCHHE MPOKCUMAIBHOTO U
MOTIEPEYHOTO OTAEI0B obomounoii kumku (1); IV
THI — C KHACTO3HBIM PACHIMPEHUEM JIEBBIX OTIICIIOB
ToJictoi Kumku (1).

B 3aknrodeHne MOXHO OTMETHUTB, YTO Pa3HO-
obpasue APM cocTouT He TOJIBKO M3 MPOCTHIX OJH-
HOYHBIX aHOMAaJIMH, HO M CIIOKHBIX aHATOMHUYECKUX
BapHaHTOB; IPOSBISAETCS Pa3HOW YaCTOTOW OT/AEIb-
HBIX (DOPM B 3aBHCHMOCTH OT IIOJIa OOJBHBIX, YTO
YCIIOKHSIET JAUATHOCTUKY M JieueHHe. 3HAUUTEIbHOE
nmpeobiafanie y IeBOYeK CBUIIEBBIX (hOpM B IIOJIO-
Byto cuctemy (51 mpoTuB 7), KOppenupyeT ¢ 4acTo-
TON PEKTOYPUHAPHBIX CBUILIEN Yy MalIb4HMKOB IIPU OC-
HOBHBIX KimHH4Yeckux popmam APM (60 mpotus 0).
Takoe 0OOCTOATENHCTBO B JIUTEpAType MpPHU3HAETCS
TEM, 4TO «BPOXKJICHHbBIC NMEPUHEALHBIC CBUIIU MOX-

HO OIIPENIeNTh, KaK «MYXKCKOH BapHaHT» PEKTOBE-
CTHOYJISIPHOTO, TO PEKTOYPETPANBHBIA M BE3HKAJb-
HbIC MOTYT OBITh OTHECEHBI K MY)XCKOMY BapUaHTy
PEKTOBarvHAILHOTOCBHINAY) IMOATBEPIKIAIOT  HAIIH
HaOmoaeHus. Penkue permoHaiabHbIe (OPMBI COCTa-
B 24,1% B o0weit ctpykrype APM y nereii ¢ ko-
nebanusmu ot 0,83% mo 24% cpeau pas3iauuHBIX HO-
30JI0THICCKUX (POpM. DTO CBHIETEIHCTBYET, UTO Ha-
M TaHHBIE COOTBETCTBYIOT MPOMEXKYTOYHBIM ITOKa-
3aTesM MEXJy PETHOHAMU, TJIe YKa3aHHbIC ()OPMBI
APM HaOmonaroTcs 4acto wiv peako. Jns muarso-
CTUKH PEIAKUX PETHOHATBHBIX GopM TpeOyeTcs KoM-
TJIEKCHEIN TTOAXO0M C BBISBICHHEM aCCOITMUPOBAHHBIX
aHoManwid. [y OBBIIIEHUSI TOYHOCTH U CIIEIU(pUY-
HOCTH BepU(PHUKAIUN OTAETbHBIX HO30JIOTHYECKUX
dhopM HEOOXOIMMO HCIIONH30BATh CIICIIUATBLHBIC Me-
TOJBI UCCIICAOBAaHUM. Y HaIUX OOJBHBIX C PEAKUMHU
peruoHanbHbIMU BapuantaMu APM xupyprudeckas
TaKTHUKa M CIIOCOOBI ONEPAaTUBHOTO JIEYEHUST COOTBET-
CTBYIOT IpuHIMIaM KprukeHOEeKCcKoro KoHCeH yca.
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JAUATHOCTHKA H JIEYEHUE CBUHIIIEBBIX ®OPM
PEJIKUX PETHOHA/IBHBIX BAPUAHTOB
AHOPEKTAJIbHBIX MAJTb®@OPMAITHH Y JETEH

Omamypaoog D.A.

Pestome. Lenv ucciedosanus — uzyuums 4acmomy
HO30102UYecKux — opm, ocobenHocmu KAUHUKO-
AHAMOMUYECKUX 8aAPUAYUL, XAPAKMED COYEMAHHbIX AHO-
Manuti u 8vlOOp Memooo8 OUASHOCMUKU U JleYeHUs Npu
ceuyesblx hopm pedKkux pecuonanbhvix eapuanmax APM y
Odemeti. Mamepuanvl u MmemoOosi ucciedosanus. B kiunuue-
CcKUX Oazax xagheopvl 20CNUMANbHOU OemCKOU Xupypeuu
TawlIIMHU 6 2009 - 2019 2. naxoounucy Ha 0bcredo8anuu u
aeyenuu 504 oemeu ¢ APM. Ha smane ouaznocmuxu npo-
600UNU  KIUHUKO-TAO0OPAMOPHbLE,  UHCIPYMEHMATbHbLE
(penmeenonozuueckue, Y3HU, MCKT) u cneyuanvhvie me-
MOObL UCCLEO08AHUSL, HANPABTIEHHbLE HA ONpeOeieHUe K-
Huko-anamomuveckux ¢opm APM, oyenxu awnamomo -
DYHKYUOHATLHO20 COCMOSIHUSL AHOPEKMANbHOU 30HbL U
3anUPAMeENbHO20 Annapama npSMoul Kuwku. Pezyismamul.
B nawem nabnooenue 121 pedenxa dviau ¢ peokumu pe-
CUOHATLHBIMU BAPUAHMAMU AHOPEKMATIbHBIX MAIbPOpMa-
yuu. Ykazanuvie Gopmer cocmasunu 24,1% 6 obwet
cmpykmype APM ¢ konebanusimu om 0,83% 0o 24% cpeou
PA3IUYHBIX HO30J102UYeCKUx Gopm; npeobradanu y 0e6o-
uex — 95 (78,5%), y manvuuxos - 26 (21,5%). Sxmonusa
anyca nabmooanu 25,6% cnyuaes; H-ghopmy pexmoecenu-
MAILHBIX C8UUjell NPU HOPMATLHO CHOPMUPOBAHHOM AHYCe
6 24%,; ampesuio ¢ pekmogacuHanrbHvIM ceuujom 8 18,2%.
Ilpedcmaenenvl ciyyau yO8oeHUs NPSIMOU KUWIKU, IKC-
mpoguu Kioaxu, ypocenumanvhozo ceuwa. Ilpoananusu-
POBAHBL Xapakmep U YACMOMa COnymcmeayioweli namoio-
2UU NPU PA3TUYHBIX HO30I02UYECKUX POopMAaXx.

Knioueevie cnosa: anopexmanvhvle Mmanb@opma-
yuu, peoKue pecuoHaIbHble 8aPUAHMbI, OUACHOCMUKA.
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