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v’ Pestome

B cmamve npeocmaenensvt numepamyphsie 0anHvle u coocmeennvle Haoawoenusn 121 pebenka c
PEOKUMU PeZUOHAIbHBIMU 8APUAHIMAMU AHOPEKMATbHBIX Malb(opmayuil. Ykazannvle hopmot
cocmasunu 24,1% e oowenr cmpykmype APM c konebanuamu om 0,83% 0o 24% cpeou paznuunvix
Ho305102UUecKUX hopm; npeobnadanu y deeouek — 95 (78,5%), y manvuukos - 26 (21,5%). Ixmonusn
anyca Haobnwoanu 25,6% ciayuaes; H-hopmy pexmozeHumanvHulx ceuuieii. npu HOPMAIbHO
chopmuposannom aunyce 6 24%; ampesuto ¢ pekmosazunanvHoim ceuuiom ¢ 18,2%. Ilpeocmaenenst
cayyau  YOGOeHUA  HPAMOI  KUWKU, IKCMpOouu  K1oaxKu, Ypo2eHUMAIbHO20  CEUWLA.
Ilpoananu3zuposansl xapakmep u YAcCMOMA CORYMCHEYIOUell RAMOI0ZUU NHPU  PA3IUYHBIX
HO307102UUeCKUX hopmax.

Knrouesnvle cnosa: anopekmanvhnvle manvhopmayuu, peoKue pezUoHaIbHble 6APUAHMBL, IKIMORUS
anyca, ouazHocmuka.

RARE REGIONAL FORMS OF ANORECTAL MALFORMATION IN CHILDREN
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v' Resume

The article presents literature data and own observations of 121 children with rare regional variants
of anorectal malformations. The indicated forms accounted for 24.1% in the general structure of AWP
with fluctuations from 0.83% to 24% among various nosological forms; prevailed among girls - 95
(78.5%), among boys - 26 (21.5%). Ectopia of the anus was observed in 25.6% of cases; H-form
rectogenital fistulas with a normally formed anus in 24%; atresia with rectovaginal fistula in 18.2%.
Cases of rectal duplication, exstrophy of the cloaca, and urogenital fistula are presented. The nature
and frequency of concomitant pathology in various nosological forms have been analyzed.

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

BOLALARDAGI ANOREKTAL NODIR REGIONAL MALFORMATSIYSI SHAKLLARI

Furkat A. Otamuradov’, Nasriddin Sh. Ergashev’

Tashkent Tibbiyot Academysi Termez filiali, Uzbekiston
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v" Rezyume

Magolada anorektal malformatsiyalarning noyob mintagaviy variantlari bo'lgan 121 bolaning adabiyot
ma’'lumotlari va shaxsiy kuzatuvlari keltirilgan. Ushbu shakllar turli nozologik shakllar orasida 0,83% dan
24% gacha tebranishlar bilan AWPning umumiy tarkibida 24,1% ni tashkil etdi; gizlarda - 95 (78,5%),
o'g'il bolalarda - 26 (21,5%) ustunlik gildi. Anus ektopiyasi 25,6% hollarda kuzatilgan; 24% anus bilan
normal shakllangan rektogenital ogmalarning H shakli; 18,2% da rektovaginal ogma bilan atreziya. To'g'ri
ichakning dublikatsiyasi, kloakaning ekstrofiyasi, urogenital ogma holatlari keltirilgan. Turli nozologik
shakllarda birga keladigan patologiyaning tabiati va chastotasi tahlil gilindi.

Kalit so'zlar: anorektal malformatsiyalar, nodir mintagaviy variantlar, anus ektopiyasi, diagnostika.
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AKTYaJIbHOCTH
acrota APM, 1o TaHHBIM pa3IMYHBIX aBTOPOB, KoyedneTcs B npenenax ot 1,66 1o 9,94 na 10000
JeTell 1 He UMeeT TeHACHIMH K CHIbKeHHI0. bonbiryio Bapuamuio yactotsl APM MOXXHO OOBSICHUTH
OopraHu3anyeil y4era M PerucTpany MOPOKOB pa3BuTHs. CieayeT OTMETUTh, YTO OTHACNIbHBIE (POPMEI
AHOPEKTAJIBHBIX AHOMAJIMI OTJIIMYAIOTCS 110 4acTOTE B Pa3sHbIX peruoHax Mupa. Bo ®pannuu, [Isenuu n
CIIIA cpennss yactota APM cocrasuna 3,4 ma 10000 nereti ¢ Gomnplieli pasuulieit B nomyisnusx. 10.B.
Kpymensaunkas (2018) mo JaHHBIM 3NHAEMUOJIOTMYECKOIO MOHHTOpPHHTA 3a 13 JeT ycTaHoBHJa
pasnuaHy0 9acToTy APM 1o oTnensHBIM pernoHaM P® mpu oTHOCHTEIHHO HU3KOM OOIIEM MoKa3aTelne
(1,66 ma 10000 >XUBOPOXIEHHBIX) MO cpaBHeHHIO EBponeiickumm ctpaHamu. Ilo mgamaemm H.H.
Almaramhy (2012), gacrora aHopekTanbHbIX aHoManuii B CaynoBckoil ApaBuu 3a 1998-2010 r.
coctaBmia 9,94 na 10000 poxkaeHudt, uro Bbille yeM B cTpaHax EBpormbl, Amepuku u Kurtas. Ha
MEXIyHapOJHOW KOH(EpeHINH, MOCBAMIEHHONW CTaHIAapTHU3alli{d OIGHKE FKCXOJI0OB aHOPEKTABbHBIX
anomanuit B Kpukenbexke (I'epmanmsa) B 2005 romy mpunsta knaccupukanus APM, pasnuyaromast
OCHOBHBIE KJIHMHHUYECKHE (OPMBI W pEIKHE pervoHalbHbIE BapUaHTHL. YacToTa aHOpPEKTaIbHBIX
Manbpopmanuii (APM) B 3aBUCHMOCTH OT TOJa, O JAHHBIM JINTEPATyphl, B PAa3HBIX PETMOHAX MHpa
kosebaercss oT 56 no 64,1%. BonbImIMHCTBO aBTOPOB YKa3bIBAIOT Ha MpeoOiIafaHue MaTONOTHH CPelu
ManpuukoB. [lyOnmkanumu, mocBsameHHble APM, B OCHOBHOM OCBEIIAIOT AacleKThl AMATHOCTUKU H
XUPYPTUYECKOTO JIEYEHUs] OCHOBHBIX KIMHMYECKHX (opM martonoruu. PaboT ¢ aHammM3oM 4YacTOTHI
PENKUX PErHOHAIBHBIX BapWaHTOB B 3aBUCHMOCTH OT Ioia OONBHBIX Mallo, U OCHOBAaHbI OHH Ha
HEeOOJIBIIOM KJIMHUYECKOM MaTepuae.
Ieab wuccienoBaHMsi — W3YYUTh 4YacTOTy HO30JIOTHYECKHX (OPM, OCOOEHHOCTH KJIMHHUKO-
AHATOMHUYECKHUX BapHallli, XapaKTep COYETaHHBIX aHOMAIUU W BBIOOP METOJOB TMATHOCTHKH H JICUCHHS
IIPU PEeIKUX perHOHaNbHBIX BapuanTax APM y nereil.

MarepuaJ 1 MeTOAbI

B ximHuueckux 0azax kadeapsl rocnutaibHO gerckod xupypruum TamlIMKU B 2009 - 2019 r.
HaXOJWJINCHh Ha oOcienoBannu u nedeHnu 504 nereit ¢ APM. JleBouek 6bm10 — 258 (51,2%), MapunkoB
— 246 (48,8%) B BO3pacte or 1 mus mo 15 ner. BonbHBIX pacnpeneiawyiii B COOTBETCTBHH C
MeXIyHapogHOH Kinaccudukanuei, npuHsatoil B Kpukendeke (2005), Beiaenus ocHoBHBIE (383-76%) u
penkue pernoHanbHble popmbl (121-24%). Ha stane quarHOCTHKH NPOBOIWIN KIMHHUKO-TA00paTOPHEIE,
WHCTpYMEHTanbHBIe (peHTreHonormdeckne, Y3M, MCKT) m chnenmanbHbIE METONBI HCCIICIOBAHMS,
HampaBJiCHHbIE Ha OIpelelicHHe KIMHUKO-aHaToMuyeckux ¢opm APM, omneHku aHaromo -
()YHKIHMOHANBHOTO COCTOSIHUSI aHOPEKTAJIbHOM 30HBI M 3alMPATENbHOTO amlmapara npsMod KUIku. [Ipu
KOMIIJICKCHOM 00CJI€JOBaHMM 0Cc000€ 3HAaueHHWE NPUAABAIM BBISBJICHHIO COMYTCTBYIOLIMX aHOMAJIMii
JIPYTHX OPTaHOB U CHCTEM.

PesyabTat n o0cyxkaenune

Cpenn 504 nereii ¢ APM ocHOBHBIE KIIMHUYECKHE (POPMBI MaToJIorHu HaOmoaamuch y 383 (76%). Uz
HUX ManbyukoB Obuto 220 (57,4%), nmesouexk — 163 (42,6%). Penxue pernonaiabHbie (QOPMBI
muarnoctupoBanbl 'y 121 (24%) GonbHoro; y 95 (78,5%) nesouek u y 26 (21,5%) manbumkos. Ilo
XapakTepy MaTOJOTHH, YacTOTE OTACIBHBIX HO30JIOTHYECKHX (POpM B 3aBHCHMOCTH OT TOJa OOJNBHBIX
BBISIBIICHBI pa3nmuuus. Y JaeBouek dactota APM yMmepeHHO mnipeBaiiipoBasia mpu  Oosbliel
PasHOOOPa3HOCTH HO30JIOTHUECKUX (JOPM, HEKOTOPHIE U3 HUX HE HAONIIOAANNCh Y MAJIbYUKOB; y I€BOYEK
3HAYUTEJIFHO Npeo0siafiany peAKHe peruoHajlbHble BapuaHThl aHomanuu (95 - 36,8% wu3 258) mo
cpaBHEHHUIO ¢ Mambuukamu (26 - 10,6% u3 246). [lpu aHoManwu, BCTpeUAIONIeHCsl y JIUI 000X ITOJIOB
OTMEUECHHI Pa3InYus 10 UX YUCIeHHOCTH (Tabm. 1).

PexToBaruHajibHbli cBUII (22 AeBoUYek) cocTaBui, cooTBeTCTBEHHO 4,3% u 18,2% B cTpyKType
penKuxX pernoHanbHbBIX GopM ¢ APM. 17 u3 HUX ObUIM NIEPBUYHO TOCHUTAIM3UPOBAHBI B HAIly KIIMHHKY,
5 MOCTYNUIIM U3 APYTUX JEeYeOHBIX YUPEXICHHUI NOCIe ONepauuil (HaloKeHne CHIMAacTOMBI - 1, penuaus
cBuIa- 4). CIM3HCTO-THOMHOE OTHENIIeMOE U3 BYJbBBI MEXIY aKTaMH JAe(eKalud y OeBOYEK IOcCie
BBIITUCKU M3 POJMIBHOTO JIOMa C TUarHO30M “‘PEeKTOBECTUOYISPHBIA CBUIL’ OBLIO OCHOBHOHM NMPUYMHOM
oOpallleHus B XUPYPTrHUECKUA CTallMOHAap.

N
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Tadauua 1
Penxue peruonanbunie Gpopmbl APM B 3aBHCHMOCTH
0T BO3pacTa M 1oJia 6oabpHbIX (N=121)

Bo3pact 60JIbHBIX Bcero
ITon Hoso- or 1 or 1 Or3 Oor7
Ne Ho3oa0ornueckne pOX- Mec. roma o 7 mo 15
¢opmbl § g JleHHbIC mo 1 o3 JIeT JeT
5 = roaa JeT
= 2
< L
s =
1 | Artpesus c pexro-
- 22 - 13/- 4/2 -2 -1 17/5

BarnHaJbHBIM CBUIIIOM

2 | H- dopma cBuma npu 1 28 -- 15/1 3/- 4/3 2/1 24/5
HOPMAJILHOM aHyce

3 | H- dopma cBuma npu - 1 - - 1/- - 1/-
CTEHO3e aHyca
4 | PeKTOMOIIOHOYHBIH 6 - 5/- - 1/- - - 6/-
CBHIII
PexranbHblii MenIok 6 3 3/- 5/1 - - - 8/1
6 | cTeHO3 IPSMOMN KUIIKH U 8 5 1/- 6/- 3/ ) i 10/-
aHyca
7 | Dxronws aHyca 5 26 12/- 12/- 5/- 2/- 31/-
8 | VYporeHurtanbHbIi CHHYC | - 9 - 1/- 3/- 1/1 3/- 8/1
9 | Dkcrpodus KIoaku - 2 1/- 1/- - - - 2/-
10 | YnaBoenue mpsmMoit - 2 - 2/- - - - 2/-
KHUILIKH
Bcero 26 95 10/- 55/2 26/2 | 11/6 712 121

prnelmnue: 6 yucaumese — Koaudecmeo 60]lebl.X, nepeudYHo nocmynueuyux 6 KiIuHuKy,
6 3Hamenamele — nocje€ NePEeHECEHHbLX onepauuzi 6 dpyeux cmayuonapax.

OpnHoii neBouke ObUTO 3 Mec., 8§ — 10 OJHOTO Toja, 8§ — 0 TpeX JIET C BHIPAKCHHBIMU SIBICHHSIMHU
BYJIbBOBarMHUTa. TO €CTh, AETH C C PEKTOBaruHaJbHBIMH CBUILAMH B XUPYPrHYECKHH CTAallOHAp OBbLIH
HampasieHsl ¢ omosganueM. Y 13 (59,1%) neBouek n3-3a JIOCTaTOYHOTO AWAMETpa CBUIIEBOTO XOJa
3ajepxkku  cryna He Obuio. B 9 (40,9%) ciyuasix MEpUOJUYECKH OTMEUANOCh 3aTPYJIHEHHOES
OMOpPOKHEHUE KHIIeYHHKa. Bo Bcex cilyyasx NpaBWIbHBIA OUarHO3 ObUT YCTaHOBJICH B KJIMHUKE.
OCHOBHBIM  METOJOM JMAarHOCTUKU  SIBJISIETCSl  TLIATENbHBIH  OCMOTP  NPOMEXHOCTH, YTOOBI
T depeHITupoBaTh MaTOJOTHI0 ¢ PEKTOBECTHOYIISIPHBIM CBHIIOM TPU KOTOPOM, KaK MPaBHIIO, YAAETCs
OTPENICINTh CBHUIIEBOW XON B mpeanBepbe Biaramuine. Y 8 (42,1%) manweHTok mpsiMas KHUIIKa CO
CBUILOM OTKPBIBAJaCh B IUCTAJIbHYIO YaCTh BJIarajuiia. BeiieneHue KUMEYHOrO CONEPKUMOTO U3 Hee B
HAIPaBUTEIHHOM TUArHo3e OMMOOYHO PACIEHEHO PEeKTOBECTHOYISpHBIM cBHUIIOM. Y 6 (27,3%) cBuig
JIOKaJIM30BAJICS. B TIPOKCHMAIILHOM OTZAEJEC BarMHbI C XapakTePHBIM BBLICICHUEM KHIICYHOTO
COJCP)KMMOT0 4epe3 JEBCTBEHHYIO IJIEBY, YTO TaKke OMHMOO0YHO OBUIO MPHHATO PEKTOBECTUOYIAPHBIM
CBUILOM. JIMarHO3 PEKTOBarMHaJbHOTO CBHILA SBISAETCS IOKAa3aHHEM K HaJIOKEHHIO INPEBEHTHBHOI
KOJIOCTOMBEI.

H-Tun cBumeBbIx ¢opm BbisiBieH Y 30 GOJIBHBIX — 3TO COOTBETCTBEHHO, 5,9% u 24,8% B oO0weit
CTPYKType U cpeau pernoHanbHBIX (opm APM. Cpenn Hux mnpeobnaganu aeBoukd — 29 u3 30. Touno
YCTaHOBUTH NPUYMHBI BO3HUKHOBeHHs H-Tuma cBumieit cnoxxHo. OHM MOTYT OBITH BPOXKACHHBIMH HIIH
BCJICZICTBUE TEPEHECCHHOTO, BOCHAIUTEILHOTO MPOLECcCa, OCIOKHEHUS TIEPEHECCHHOM MPOMEKHOCTHOM
omnepanun MO0 OOYCIIOBIICHBI COUETAaHWEM YKa3aHHBIX sBieHud. Y 28 (93,3%) OONBHBIX TATOIOTHS
pacuieHeHa BpoxkaeHHON. U3 mux 24 (85,7%) neBOYKH POAMIUCH C PEKTOT€HUTAIBHBIM CBHUIIOM IPH
HOpPMaJIbHO copMUpoBaHHOM aHyce, 1 (3,3%) — npu CTEeHO3MPOBAaHHOM aHyCe W MPAMOi KUIIKH. JIub
y 1(3,3%) manbpuuka 110 onepanyuy ObUT YCTaHOBJIICH AMATHO3 PEKTOYPETPATIbHBIM CBHUII IPH HOPMAIbHO
c(hopMHpPOBAHHOM aHYyCE.

Bospact geBouek ¢ H-tumoMm QucTynsl mpH  TpPOBEJCHWH ONEPATUBHOIO BMELIATEIBCTBA
cootBeTcTBOBaN 10 3 Mec. —y 3 (10,3%); ot 3 mec. g0 1 roma —y 12 (41,4%); ot 1 roma no 3 ner —y 2
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(6,9%); ot 3 mo 7 met —y 8 (27,6%); ot 7 mo 15 met —y 4 (13,8%). IloBomom 11t oOparenns poaureneit
OONBHBIX JeTel ObLIO BBIJENCHHE KUAKMX KAJIOBBIX MacC M rasa u3 npeiasepus Biaranuma. O0bem
BBIJICNICHUH y OOJBHBIX 3aBUCEJ OT AWAMETpa CBHUILEBOIO XOAa U MECTa OTKPBHITUS B MPOCBETE MPSIMOi
kumky. [lpn mmpoxux cBumax HaOI0Aanoch OOJBIIOE KOJMYECTBE TOCTOSTHHO oTAensemoro. [lpm
Y3KOM CBHIIIEBOM XOJie 00bEeM BBIAETICHHS YBEIHUMBAJICS BO BpeMs akTa Aedexaruu. ¥ BceX OOJIbHBIX
OTMEYANNCh SIBICHHUS HMH(EKINU MOUEBBIBOIAIMIMX MYyTEH W HApYXHBIX IOJIOBBIX OPraHOB B BHJC
BynsBoBaruHUTa. Y 9 (31,0%) O0npHBIX OBUT HEYCTOMYMBBIN CTYJ, )KUAKHH C MPUMEChIO cim3u. Y 1
(3,4%) oTMeueHa 3anepiKKa CTysa, Py 00CIEJOBAaHNN YCTAHOBIIEH KOPOTKHA aHOPEKTAIBHBIA CTEHO3.

2 NeBOYKaM B CBSI3HM C IEepHAHAIBHBIM abciieccoM B Bo3pacte 1 M 2 Mec. M0 MECTy JKHUTEIbCTBA
MPOBEJICHO KOHCEPBATUBHOE JIedeHHe. B Tpex HaOMIOJeHHSIX CBHIN BO3HUK Ha ()OHE MEPEHECEHHOTO
BocriasieHns. OJHOBPEMEHHOE HAJIMYUe PEKTOBECTHOYIISIPHOTO U MApapeKTAILHOTO CBHIEH OTMedeHa y
OMHOW manueHTKH. KOCBEHHBIMH TNpPH3HAKAMH, IOATBEPKIAIONIMMH BO3HHKHOBEHHE Ipoliecca Kak
OCJIO)KHEHHSI TIEPEHECEHHOT0 THOMHOTO BOCHAJICHUSI B IPOMEXHOCTH, SBIISIOTCS Ie(pOpMalusl MOJOBBIX
ry0 ¥ CKIEPOTHYECKHE M3MEHEHUH B CIU3UCTON OOOJIOYKE B MPEAIBEPhs BIATaUINA M MPUIETAIONINX
Y4aCTKOB NPOMEXHOCTH. Y OCTaJbHBIX JEBOYEK YCThE CBHUIIA B CIMU3UCTONW OOOJOYKE MPSAMON KHIIKH
JIOKaJIM30BAJIOCH HA YPOBHE 3y0uaToil TMHUK U OJMKe K MaJIbIM ITOJIOBBIM Ty0aM cripaBa wiu ciesa. [Ipu
TUCTOJIOTUYECKOM HCCIICIOBAHUU PE3CIUPOBAHHOTO CBUIIEBOTO XOAa YV OOJBIIMHCTBA JIETEH BBISIBICHBI
SUHUTENNANbHAS BBICTHIIKA IDIOCKHM OJIHUTEIHEM, IUPKYJSPHOE pPACIONOXKEHHE MBI C HEPBHBIMH
CIUIETEHUSIMH, COOTBETCTBYIOIIUE KHIIIEYHOMY CTPOSHHIO U YKa3bIBAIOIIMMHU Ha BPOKJICHHBIN XapaKTep.

B OonpmmHCTBE CilydaeB KIMHWUYECKas AMArHOCTHKAa H-Tum cBUIEH y JOEBOYEK HE COCTaBIisLIa
3arpynHeHnii. OCHOBHOE 3HAY€HHWE B YCTAHOBIIEHHHM JHWArHO3a — OCMOTP TPOMEXKHOCTH, Hapy>KHBIX
MOJIOBBIX OpPraHOB M mpsiMol kumku. Y 28 (96,6%) anyc Obut chopmupoBan HopManbHo; y 1 (3,4%)
JEBOYKH OTMEUEHBI SABJIeHHs cTeHo3a. Y 24 (82,8%) OOJbHBIX JOKadu3auus aHyca Oblia THIIMYHOH, Y 5
(17,2%) — co cmemenueM; y 3 He3HauMTeNnbHOE (MHACKC aHANBHOW mosuimu - 38), y 1 — 3ameTHOe
(nHIEKc aHaTbHOW mo3uuy - 22). YV 18 (62,1%) GoIpHBIX CO CBHUILIEBHIM XOA0M 0ojiee SMM B JHAMETpe
OBLIO XOPOLIO 3aMETHO MECTO OTKPBITHSI (PUCTYJIBI B NIpeAaBepbe Biaranume. Y 6 (20,7%) 00onbHBIX MpH
y3KOM cBUILEBOM Xoae Uy 5 (17,2%) npu peKToBaruHajJbHOM CBHUILE JIOKAIN3ALMIO (PUCTYNBI yAAIOCh
YCTaHOBUTH MIPH TIOMOIIM ITyTOBYATOTO 30H/a, BBEIEHHOI'O Y€pe3 yCThe CBUIA CO CTOPOHBI MPEIaBEpHs
BJIATaJIMIa WM B TpocBeTe mpsMod KWmKH. [Ipm 3ToM yOeawTenpbHO MOXHO OIPEeNelIuTbh YpPOBEHb
PEKTOT€HUTAIFHOTO COOOIIEHNSI 1 OKOHYATENIbHBIH BUJI aHaTOMUYeCcKON Jokanu3anun H-tuma cBumia no
A. Holschneider. u J.Hutson, 2006 (pwuc.1).

Puc.1 - cxema H-Tuna PEKTOr€HUTAJbHBIX CBUIIEH Y A€BOYEK

VYcThe cBUILIA B MIPOCBETE MPSIMOM KMIIKH JIOKATM30BAJIOCh HA PAa3lIUYHBIX PACCTOSIHUAX OT KOXKHO-
CJIM3UCTOTO Tepexoa NPsIMO KUILKU: 10 3yOuaroil muauu- 7 (24,1%), na yposse — 13 (44,8%), Bblue -
9 BL,1%). Y 6 (20,7%) OompHBIX JOKaTW3aIlMs COOTBETCTBOBajJa aHOBeCTyOmspHoMy H-tumy —
«IPOMEKHOCTHBIA KaHa» (puc.la); y 11 (37,9%) pexroBecTyOyisipHOMY — HPOMEKYTOUHAs (opma
(puc.16); y oOHOH M3 HUX NPH PEKTOBECTHOYISPHOM COOOIEHMHM OTMEYEH elle M MapapeKTalbHBIHA
ceumr; y 12 Beicokas (opma (puc.1B).

N3 52 manpuukoB y 1 (1,9%) mo omepanuu yCTaHOBJICH PEKTOYPETPAIbHBIM CBUII MPH HOPMAIBLHO
cOPMHPOBAaHHOM  aHyce BPOXKICHHOIO  Xapakrepa. JlMarHo3  TOATBEPX AEH  KOHTPACTHOM
yperpouucrorpadueii. B 51 (98,1%) HaOmoneHMH peKTOypeTpajbHbIC CBHILM YCTaHOBJICHBI IOCTE
HEPBUYHBIX IPOMEKHOCTHBIX ONEPALUH 110 IOBOAY aHOPEKTAJIbHBIX aHOMAIUH (IIPEAIIOI0KHUTENBHO; KaK
HE JMarHOCTUPOBAaHHBIE N0 M BO BpeMs Olepaluil WU STPOT€HHbIE MOBPEXJIEHHUS ypeTphl MO XOIy
MoOWIHM3anuu MpsAMoN Kuiku). Hamm nanuble o kpaifHed pemkoctn H-opm cBumieit y Manpuukos,
COOTBETCTBYIOT JIMTEPATYPHBIM.
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Pextomomonounblii cBumy (PMC). PekroypeTpanbHble CBHIM, OTKpPHIBAIOIIMECS IO XOIY
CPEeIMHHOTO IIBa MOIIOHKH (puc.2), oTHOocATcs K penkuM dopmam APM. (Endo M. et al. 1999). Mut
Habmoganu 6 (6,5%) MaapunkoB U3 93 ¢ MPOMEKHOCTHRIMU cBUIIaMA U3 59 (63,4%) manpunkoB u 34
(36,6%) nesouek. Kak mpu peKTONMPOMEKHOCTHBIX (DHCTyJIaX OTBEPCTHE PEKTOMOIIOHOYHOTO CBHUIIA
O0buto cyxeHo.  CremeHb CyKEHHUS ONpeAelsid C pacmupuredsiMu [erapa. duameTrp cBuila
COOTBETCTBOBAJI y3KOMYy cBHUILY - Y 5 (80,3%), cBuiy cpeaneit mupotsl - 1 (19,7%) Oonpubix. upoxuii
CBUII CpeAd JTUX OONBHBIX He HaOmonanmu. B amarHOCTHYeCKHH KOMIUIEKC BKIFOYAH BOCXOISIIYIO
(buctynouppurorpaduio U HCCIEAOBAHHS, HATPABICHHBIE Ha BBISBICHUE aCCOIMUPOBAHHBIX aHOMAIHUH
JIPYTHX OPTaHOB U CHUCTEM.

Bpoxnennblii pektanbHblii Memoxk (BPM) ycranosnen y 9 (1,8%) u3 504 GompabIX ¢ APM 1 y
7,4% cpenu TAIMEHTOB C PEAKUMH PETMOHAJIBHBIMU BapHaHTAMW aHOMAJIMU. MalbuuKoOB ObLIO 6
(66,7%), neouek ObuIO0 — 3 (33,3%). HeszaBucumo OT mmojia HOBOPOXKACHHBIE OBUIM ONEPUPOBAHBI C
nuarao3oM “‘OeccuimeBas popma APM” ¢ SBIEHHAMH HU3KOW KHIIEYHON HEMPOXOAUMOCTHU B 1-2 CyTKH
J)KA3HHU, ONEpAlMIO 3aBepliald HAJIOKEHWEM curmactombl. [IpuunMHON, mporpeccupyromeid HU3KOU
KHIIEYHOW HEMPOXOAUMOCTH Y MAIlbYMKOB OBLIO YpPE3MEPHOE CKOIUICHUE KHILIEYHOTO COACPKUMOTO B
PEKTAIEHOM MEIITKE M3-3a Y3KHX CBUIIEBHIX XOJI0B, 00pa3yIoMUX COOOIIeHne ¢ MOYEBhIM ITy3bipeM. M3 3
JIEBOYEK Y 2 KHCTO3HO PACIIMPEHHBIN yYacTOK TOJICTOM KHWIIKH COOOMIanca C Biaraivmem, y 1 - ¢
MOYEBBIM My3bIpEM. XapaKTEPHBIM PEHTIC€HOJIOTHYeCKUM npu3HakoM BPM npu arpe3un npsiMoi KUIIKU
SBIISICTCS HaJWM4HWe Ta3a B TOJOCTH MOYEBOTO ITy3bIps. M3-3a penkoctd BPM y 2 OONBHBIX 3TOT
YKa3aHHBIA PEHTTCHOJOTHYECKUNA TIPHU3HAK OCTaBajics He3aMEYeHHBIM. Bo Bcex HaOIIOIEHUSIX
OKOHYATENbHBIM JHArHo3 YCTAaHOBJIEH Ha TMOCIHCAYIOIMX JTamax JUAarHOCTUKA M ONEPaTUBHOU
KOppeKIuu B Bo3pacre: -1 mec.- 2; -2 mec.-2; 3 mec.-2; 6 mec. -3. B Xo/ie IUKBHIAIIMM CUTMAaCTOMBI
YCTaHOBJIEHO 3aII0JHEHHOE KUIIIEYHBIM COJEPKIUMBIM MEIIKOBUIHOE PACIIMPEHIE YKOPOISHHOW TOJICTON
KHIIKU C YTOJIIEHHBIMU CTCHKaMH 0€3 TayCTpallfii U )KUPOBBIX MOJBECOK, C THIIEPTPOPHEH CIU3UCTOM
obonouku. [lpu oTCyTCTBHM TEPEXOAHON 30HBI MEXIYy HOPMAaIbHBIM YYacTKOM KHIIKH W OOWJIBHBIMU
KPOBEHOCHBIMHU COCyJaMH KHCTO3HOTO pacUIMpeHus a0 12 cM CBUIN BIajal B MOYEBOW My3BIPh MU
Biarauiie (puc.2).

Typel Type Nl Iype il Fype IV

Bua nmostHoM nmopaskeHue Bua HenmosiHOM mopakeHue
Puc.2. CxemaTnueckoe nzoopaxxenue Tunos BPM. PucyHox u3 pykoBoacTea
Holschneider M.A., Hutson M.J.

Harmm 6o1pHBIE COOTBETCTBOBANIM TIOJTHOMY BHJy NMOpaxeHus (4) -OTCYTCTBHE WM HEJOCTATOYHA TS
HU3BEAEHMs JJIMHA TOJCTOW KHIIKH, TpeOyIoIIas KOJNOIUIACTUKM W3 peKTalbHOro Memka: a) [ tum —
MOJTHOE TTOPAKEHHE TOJICTOW KUIIKH - 4; 6) Il Tn - momHOe mopa)keHne TOJICTOW KUIIKH C COXPAHEHUEM
WJICOLIEKANBHOW 3aclOHKH -3. 2 OOJBbHBIX COOTBETCTBOBAJIM HEMOJHOMY BHUAY TMOpaXKEHUsS (IJIMHA
TOJICTOM KHUIIKA TPOKCUMalbHEeEe pAaCIIMPEHHOrO0 MelIKa,  JOCTaToyHas Jjisl HHU3BeAeHHs 0e3
kosoractuky: Il Tum — cyOToTanmbHOE BOBJIEYEHHUE MNPOKCUMAIBHOTO M MOINEPEYHOrO OTICIIOB
o6onouno¥ kumku (1); IV THIT — ¢ KUCTO3HBIM PACIIUPEHUEM JIEBBIX OTICIIOB TOJICTOM KUIIKH (1).

ATpe3usi, cTeHo3 npsiMoii kumku HaOmonamum y 10 GompHBIX - 2% 1 8,3% u3 obmiero uwmcna
OonbHBIX ¢ APM U B CTPYKTYpE PEAKHX PErHOHANBHBIX BADHAHTOB. JJaHHBIH BUA aHOMAJIUN 3HAYUTEIHHO
mpeo0ianan y MaJbUYUKOB B COOTHOIICHWH ¢ JeBodkamu 8:2. Jlumb y 1 JeBOYKM OTMEUeHa aTpe3us
MPSIMOM KHIIKK Ha TiyOuHe 2,5¢M. OT HOPMaJibHO c(hOPMUPOBAHHOTO aHyca. B 9 cimyuasx HaOmomanu
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BapHaHTHl CTEHO3a MPSMOW KHUIIKH B BHJIE CTEHO3a aHAJNBFHOTO KaHalla W MPSMOM KHIIKK — 5, CTEHO3a
NpsIMOM KHUIIKM TpY HOpMajibHOM aHyce — 4. IlaTromoruio Jierko ompeneiawad y 5 OONBHBIX TNPH
COUETAaHMH aHAJIBHOTO CTEHO3a M TMpsAMOW KHUIIKM B BHUAE CYXKEHHS aHAJIbHOIO OTBEPCTHS,
PacIoNOKEHHOTO B THIIMYHOM MecTe. B ciyuasx aTrpe3ww u cTeHO3a MPSMOW KHIIKH MPH HOPMAaJIbHOM
aHyce IMpH PEeKTaJIbHOM MaJlbLIEBOM OCMOTpE OMPEAETHIIN CyKEHHE MPSIMOM KHIIKH, YTO IOCIYKHJIO
MOKa3aHUEM K MIPOBEpKE MOA03peHus OykupoBanueM. i onpeneneHus CTeneHn CTeH03a HCIIOIb30BalIH
Oyxnbl ['erapa. AHanbHOE OTBepCcTHE, CBOOOTHO MpomycKaromiee 0y, AMaMeTp KOTOPOro COOTBETCTBYET
IUaMeTpy yKa3aTelbHOrO Taiblla pebeHKa, CYMUTaeTCs HEeCTeHO3MpOBaHHBIM. OTBepcTHe, He
MPOITYCKAOIIEee TaKOW OyX, CUMTAETCS CYKEHBIM. Y OJHOH JEBOYKH C aTpe3uel MpsSMON KHIIKH He
yAaI0Ch MPOBECTU OyX B MPOKCHUMAJbHBIE OTHAENBI MpsAMOM Kumku. Y 4 (44,5%) OonbHBIX AMaMeTp
CTeHO3a cooTBeTCTBOBaN Oyxkam ['erapa Ne2-3 (xputudeckuii creHo3); ¥ 3 (33,3%) GonpHBIX — Oykam
T'erapa Ned-6 (BrIpaskeHHBIN CTEHO3), 2 (22,2%) O0JBHBIM yaalioch CBOOOAHO mpoBecTH Oy ['erapa Ne7-
10 (ymepenHbIit cTeno3). st uckimodeHus: pexTanbHol Gopmel Oone3nu ['mpmmpynra (BI') npoBoauu
KOHTpacTHyl0 wuppurorpaduio. [Ipu 3Toif maromorum HaOMIOJAeTCs MOCTENIEHHOE BOPOHKOOOpa3HOE
pacmupeHrne NpsAMOW KWIIKH y OOJBHBIX CO CTEHO30M IMPSIMON KHIIKH COOTBETCTBEHHO CY>KEHHIO
Pe3KOro pacHIMpeHHsl B CYNPAacTeHOTHUYECKOM OTAesle NpAMON KHUIIKU. I[IpoTsSyKeHHOCTh Cy)KEeHus
coctaBuia 2 cM - 3, 10 3 cMm- 6. JduddepenunansHyto nuarHoctuky BI' m cTeHo3a mpsmMol KHIIKH
MPOBEJIM C YY9E€TOM Pe3yNIbTaTOB PEKTANbHOH Onorcuu. OTCYTCTBHE SIBICHHUS THIIO W/WIIK araHriinos3a
MO3BOJSUIO UCKIIOUNTH BI'. IIpOTSEHHOCTh PEKTAJIBHOIO CTEHO3a M €r0 CYXKEHHUE ONPENEIsUIM IO
meroauke M.JI. JleBuna (2015) ucnons3ys TpyOKHM ¢ HagyBHBIMH MaHKeTaMu wiu karerepoMm Domes.
ITocite BcTaBiieHUs TPYOKH B MPSAMYIO KHMIIKY Ha TIyOWHY 5-6 CM pa3ayBaiu MaH)XETKy BBEACHHEM 4-5
MJI BO3[yXa, TPYOKy MOATATHBAIN Ha3aj [0 TOSBJICHHS MPEMATCTBUS i BhiBeneHus. [lo 3amerke B
TpyOKe Ha ypOBHE aHAJIbHOI'O OTBEPCTHS CHUMAIM JaBJIeHHE B MaHXkeTe, TPYOKy yAasyid U3 MpsMOi
KUIIKKA. PaccTosiHue OT METKH BCTABJICHHOW B TPyOKe 10 HIDKHErO yIila MAaH)KEThl MOKAa3bIBAJIO JUIMHY
crerosa. B 3(33,3%) HabmoaeHnsix OH ObLT paBeH 110 2 cM; 110 3cM —y 5 (5,6%), 6omee 3 ecm —y 1 (1,1%)
OOJBHBIX, YTO COOTBETCTBOBAJIO JAaHHBIM KOHTpacTHOW uppurorpaduu. Ilpum kputudeckoMm cteHose y 4
(44,5%) OonpHBIX pa3BUBaJaCh 4YacTUYHAS HM3Kas KHIIEYHass HENPOXOJUMOCTb, TpeOoBaBIIast
MIEPUOANYECKOT0 Oy XKHPOBAHHUS CBUINA J0O onmepaTuBHOro BMemrarenbcTBa. Y 3 (33,3%) OonmbHBIX mpH
BBIPOKEHHOM CTEHO3€¢ 3aTpyJHEHUsS akTa JjedeKalud BO3HHUKa M € 2-3 — MECSYHOrO BO3pacra H
yCHIIMBaIMCh ¢ no0OaBneHueM npukopMma. Ilpu ymepenHom crenose y 2 (22,2%) ceaHcsl Oy>KUpOBaHUS
obecnieuniy OOJIBLHBIM TOJTHOIEHHBIN 3(PEKT, NCKITIOYAONINI ONIepaTHBHOE BMEIIATEIHCTRO.

IxTonus anyca Habmonamm y 31 (25,6% 0oibHOTO Cpeay peKuX perHoHAIBHBIX BapHaHToB APM).
Hesouek Obuto 26 (83,9%), mampumkoB 5 (16,1%). [ns BepuduMkauuum Auar{o3a MPOBOIHIIH
IUQPEepeHIUPOBKY C PEKTOIMPOMEKHOCTHBIM CBHUILOM, JAJsl KOTOPOTO XapaKTepHO pPacHoJ0KeHHUE
aHAJIBHOW SIMKH M pedrnexca PocconmnMo Ha Mecte HopMallbHOTO aHyca. lIpu sxTommu aHyca mnepenHee
CMEIIEHHE TPOUCXOOUT B cOocTaBe CHUHKTEPHOTO ammapara npsMod kumku. OnpeneneHne WHAEKCa
aHanpHoi mo3ummu (MAIl) mo Reisner S.H et all. (1984) wumeer Oonbmioe 3Ha4YeHUE B
muddepeHInanbHON TUarHOCTUKE AKTOMWW aHyca W CBUIIEeW B mpomexkHocTh. MAIIL y neBouek — 310
OTHOIIIEHUE PACCTOSHUS MEXIY IEHTPOM aHyca M y3/IeYKOW MOJIOBBIX I'y0 (a) K pacCTOSHUIO y3A€UKOM
MOJIOBBIX W HW)KHHUM KpaeM Komuuka (0). Y MaJbuuMKOB 3TOT IOKa3aTellb ONPEASNIOT M3MEpPEHUEM
PACCTOSIHUSI MEXK/y LICHTPOM aHyca JJ0 HIDKHEro Kpas MOIIOHKHM M OT IIEHTpa aHyca J10 Komuuka (puc.3).
HAII menee 0,34 y neBouek u meree 0,46 y MaTbYMKOB MPUHATO CUUTATH NIEPEIHUM CMEIICHHUEM aHyca.

?)/\f
L0
[t

6 © 6 st ™ ]

Puc. 3. Paccrosinusi, u3mepsiemblie npu onpenenenuu UAIL: a) y neBouek; 0) y MaIb4nKOB

/.

B muarnoctuxe MAII nomydens! ciemyromniue nanueie: < 0,22 -y 17 (36,4%); 3HaunTEIHRHOE TIEpETHES
cmemenue anyca < 0,33 -y 9 (54,5%); nepennee cmemienue anyca < 0,40 — y 5 (9,1%), ymepeHHoe
nepennee cMmernieHre. OOBIYHO TIPH IKTONHH aHyca 3HAUMTENFHOE Cy’)KeHrne He HabmonaeTcsa. OaHako 24
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(77,4%) nmereit ctpamanu 3anopamu. Y 16 (51,6%) U3 HEX KOJIOCTa3 HOCHJI YMOPHBINA Xapaktep. [lpu
KOHTPAacTHON Hppurorpadguu AOIMXOKOJIOH BBIsBIEH y 18; momuxocurma — y 4, JOIMXOKOJOH — Yy 9,
METapeKkTyM — y 2, Meropekrocurmons — y 3, merakoiion — y 1. Jlumb B 7 (22,6%) ciydasx moiydeHa
HOpMaJbHasl UPPUTOTpaMMa.

Yporenuranbnblii cunyc (YI'C) nabmronanu y 9 nesouek, uro cocraeisier 1,8% u3 504 mereit ¢
APM, 7,4% - B cTpyKType pEAKHX pPErHMOHAIbHBIX BAapHAHTOB. B HampaBUTENBHBIX JUAar€Ho3ax HHU B
OHOM Cllyya€ HE YCTaHOBJIEH IPaBWIbHBII AMAr€Ho3, 4YTO, BHIUMO, CBSI3aHO C OTCYTCTBHUEM
HAaCTOPOKEHHOCTH W JOCTaTOYHBIX 3HaHWH 0 YI'C y Bpadeil mepBHYHOrO 3BEHA 3PaBOOXPAHEHHUS.
BospacTt G0iBbHBIX NPH TOCTIMTAIN3ALUN B XUPYPrUUecKuid crainoHap Ovut: 1-3 jer — 4; 4-7 ner — 5. Y
BCEX OOJIBHBIX BBISBICHBI DPA3IMYHON CTENEHH BHIPAXKEHHOCTH BUPWIM3ALUHN HAPYXXHBIX IIOJIOBBIX
opranoB 1o Prader: lct. — 2, llcr. -4, lllct.-3. Tlpu kapuorunupoBanue TUMEPOIUTOB neprudhepuIecKomn
KpoBU — y 8 OOJILHBIX BBISBIICHBI IaHHBIC, XapaKTepPHbIE JUIsl xeHCckoro Thma — 46, XX. V 1 manueHTKH
kapuoTtun Beirsiaen kak 45, X0. ITo pesynpTaTam uccnefoBaHus y 2 JEBOYEK CIUSHUE Biarajiuiia
ypeTpoil coorBeTcTBOBano BEICOKOW ¢opme YI'C. Ilpm 3TOM nmimHA NPOKCUMAIBHOTO OT/EIA
MOYEHCITYCKaTeIbHOTO KaHajda cocTaBisiia oT 13 mo 35 MM, B cpeaHeM, 24MM; BepTHKaIbHAs TITyOHHA
BIIaraJIMIHO-yPETPANIBHOTO CIUSAHUSA C NMPOMEXHOCThIO — OT 15 1o 25 MM, B cpegHem, 15 mm. VY 7
0onBHBEIX ¢ HU3KOH popmoit YI'C, korma JuyimHa TPOKCHMAIIEHOTO OTIEIa MOYCHCITYCKaTeILHOTO KaHaia
cocTaBisuIo 10 12 MM, B cpeaHeM, 6 MM; BEepTHKAJIbHAS ITyOHHA BIAraJMIIHO-YPETPAIBHOTO CIHSHUS C
npoMexHocTbo oT 10 1o 18 MM, B cpeanem 14 mm. bonbable ¢ Hu3koi ¢popmoit YI'C B 3aBUCUMOCTH OT
BBICOTHI BEPTUKAIBHON TITyOMHBI BIIArajvIHO-YPETPAIbHOTO CIUSHHA C IIPOMEKHOCTBIO PACHPEAEIICHBI
KaK TPOMEXyTouHas ¢opMa - 3 (BepTUKaTbHAs TIyOWHA BIIATAIHIIHO-YPETPATBLHOTO CIUSHUS OBLT
riryOokuM - 1o 18 MM) u HU3Kag hopma - 4 (BepTHKaIbHas INTyOHMHA BIaraJuIHO-yPETPaIbHOTO CIUSIHUS
ObUT TOBEPXHOCTHBIM- 10 10 MM). [Ipu KoMIIIeKCHOM 00CIIEI0BaHUN COYETAaHHBIE aHOMAIUU CO CTOPOHBI
CCC u XKT He BBIABICHBI, OTHAKO YPOTCHUTAIBHBIC H BepTEOpaIbHBIC aHOMAJIHH YaCTO BCTPEUAIHCH.
PeHTreHOKOHTpacTHbIE HWCCIIENOBAHMS MO3BOJMJIM  BBISBUTH COINYTCTBYIOUIME YpPOTE€HTUTAJIbHbBIE
aHOMaJMK: BapuaHTHl yaBoeHus nouku — 1 (11,1%), pedaexkcupyromas wim creHO3upyromas (popMel
HapyIIeHUs ypeTepoBe3WKaibHOro cermeHra - 3 (33,3%), TpeOyromee KOHCEPBATHBHOTO
SHAOCKOIMYECKOTO M XHPYPrHYECKOro JIeYeHUsI B IUTAHOBOM Topsake. B 2 HaOMIOAEHHAX C BBICOKON
¢dopmoii YI'C BbISBIICHO y/IBOCHHE BIArayiviia: y | HEMmoJHOE YBOCHUE BiIaraiuiia, 2 — nojHoe (puc.4).

SADULLAEVA, INOBAT

289, 0ct 2008

Puc. 4: a) HenmosTHOe y/ABOeHHE BJarajnina npu BbicokoM YI'C; 0) mosiHoe yaBOeHHEe Barajiuia
npu Beicokom YI'C.

YaBoenne npaMoi kumku nuarsoctuposano y 2 (0,4%) nammentox 504 mereit ¢ APM u Bospact
OOJBHBIX MPU YCTAHOBJICHWH JUAarHo3a M MPOBEJEHUH ONEPaTUBHOTO BMeIIaTenbcTBa Obl1: 1 — 6 mec., 1
— 1 ner. B o0oux ciryyasix UMeJo MeCTO TyOyJIIpHOE yJIBOCHHUE, PACIOI0KEHHOE BJIOJb 3aJHEH CTEHKU
0e3 cooOuieHus ¢ MpsIMOW KHIIKOH. Ha mpoMeXHOCTh OHO OTKPHIBAJIOCH OTACNBHBIM OTBEPCTHEM Y 1
HaUEeHTKH (PHC.5), IPOKCUMAIBHBIN CETMEHT 3aKaHUMBAIACH CIIETIO.
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Puc. 5. YaBoenue npsiMmoil KHIIKH

JimHa  yABOGHHOro MpOCBeTa NP HM3MEPEHHHM PEKTAIBHBIM OY)KOM M KOHTPAacTHBIM
PEHTTCHOJIOTHIECKUM HCClieoBanreM coctaBmia 1,5 u 0,8 cM mpu auameTpe cBOOOIHO MPOITYCKAOIIHM
Oyx Ne 8-10. Y 1 neBouky oTMEUan 3aTPyIHEHHS OTXOXIEHHS CTYJIa 32 CUET MPH OOCTPYKIUH MPSIMOK
KHLIKK W3-32 HAIAYHMA NPECcakpalbHON JUIMOMAaTo3HOM TkaHH. OmepaTuBHBIC BMEIIATENLCTBA IPOBEIH
3aJHECAarnTTaJIbHBIM AOCTYHOM. B Xozne onepanuu maronorus y | AeBOYKH paclieHEHO M30JIMPOBAaHHBIM
THUIIOM YJBOEHUs, I0TOMY 4TO Y4YacTOK AYIUIMKALlUU HE UMEJ TECHOM CBSA3U CO CTEHKOW NMpPSIMOM KHUILKH,
UMeEJ OTHENbHOE KPOBOCHAOXKEHUE JUIsl HEeCyIIel W yABOCHHOW KWIIKK. Onepalnuio yAaaoch 3aBepIlnTh
0e3 TEXHUYECKHX CIIOKHOCTEH. Y BTOPOil 1€BOYKH 00pa3oBaHUE, PACIIONIOKEHHOE BIIOJb PSIMOM KUIIIKH,
OBUTO TOKPHITO 00mIeH cepo3Hoit oOomoukoit. Ilo Xomy MOOWIM3AIIMM OTMEUEHO IMPOpPACTaHUE IO
MBIIIEYHOH OO0OJOYKH, YTO COOTBETCTBYET OSKCTPAIIOMHHAPHOMY THIY yABOeHHWs. KpoBocHaOxkeHue
MPOUCXOUIO OT apTepHalibHOM apkaipl Hecymled Kuiku. Onepanus NPOXOAWIAa C TEXHUYECKUMH
CIIO)KHOCTSIMM, HO 0€3 TIOBPEXIEHHS LEJIOCTHOCTH CJIM3UCTOH OOOJNIOUKM NPSAMOH  KHILIKH.
I'ucronoruyeckoe wHcclieIoBaHWE OMNEPAIIMOHHOTO MaTepHaja B OOOMX CIydasX IIOKa3ajlo JaHHBIE,
XapakTepHbIE I TUCTOCTPYKTYPHI IPSAMON KHILIKH.

Ikcerpodus kimoakm (OK), mpencrarmsronas KpalHIO CTENEHL CIIEKTpa aHOMAJMM, BKIIOUYaIa
MY3BIPHO-KUIICYHYIO pacCIleUHy, aHOMAaJIWW HAapYXHBIX U BHYTPEHHUX IIOJIOBBIX OPraHOB, HEPEIKO
coYeTalollye ¢ MOPOKaMH Pa3BUTHs APYrHX opraHoB U cucteM. C maHHOW maronorued HaOmomamu 2
nereit, (0,4%) u3 504 6onpHbIXx ¢ APM. Hamm HaGmroneHusI COOTBETCTBYET JIMTEPATYPHBIM JaHHBIM O
PEAKOCTH TATOJIOTHH, CIOXKHOCTH XUPYPrHYECKOH KOPPEKIUH W HEYTCIIUTEIbHBIM pe3yJIbTaTaM.
BonbHpIX HaOMOAamM ¢ POXKICHHSA, NPU KAapUOTUIHMPOBAHMM pe3yibTaThl mHokazamu 46,XX. Opna
JIEBOYKa yMeplia Ha dTarne AWarHOCTUKK OT MPHCOENWHEHHS WHTEPKYPEHTHBIX 3a0olieBaHUil. Bropas
nepeHecia MHOTOKPATHBIC IUIAHOBBIE KOPPETUPYIOIIME ONEpalMd 110 JUKBUAAIUK SMOPHOHAIBHOM
TPBDKH, OTAEICHUIO KHIIEYHUKA OT YJBOCHHOIO MOYEBOI'O ITYy3bIPSl C HAJOXEHHUEM KHIICYHOH CTOMBI,
MUCTOYpeTpoIacTuKy (puc. 6). Kaxkmprii atam onepanyuu cOnpoBOXKAAICS TEXHHUYECKUMH CIOXKHOCTSIMHU
M pa3BUTHEM ociokHeHHH. Ceiiuyac neBoYkH 4 jeT 6 Mec., ONOPOKHEHHE KHIIEYHUKA OCYIIECTBISET
yepe3 CO3AaHHBIA MPOTHBOSCTECTBEHHBIH 3alHHI MPOXOJ, EMKOCTh CO3JaHHOTO MOYEBOTO ITy3BIPS
coctaBnsier 50 cM3, MOua MOATEKAET KaIUIIMU ITOCTOSHHO, MOJB3YETCs MamrepcaMu. PeKOHCTpYKIus
TIOJIOBBIX OPTaHOB TUIAHUPYETCSI.

0
Puc. 6. Bua GoabHoii ¢ JDK: a) no omepaumum, §) mocjie MHOTOKPATHBIX KOPPErHpYyHIHX
onepanui.
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Ta6anma 2.

YacroTra n BHUABI CONMYTCTBYIOIIIUX aHOMAaJHUii IPpA PCAKUX U PETUOHAJBHBIX BapHaHTaX APM Yy

aeTe

o ConyTcTBYyIOIIME AHOMAJTHH

Bux APM Gouth- CCcC MIIC | KKT| KMC | [Ho3so-| IHHC| Mmno-
HOY- JKeCTB-
HBIX
HHKA CHHBbIC
PexToBaruHanbHbIi
cpim (n=19) [es. 1 (6) 5(7) 2 2(8) 9(21)
PexranbHblid Hes. 1 1 1
meriok (n=9) Mau. (1) @) 24) | - - - 4 (9)
«H-Tim» pexToypeTpaibHBIM Mar - 1 - - - -
cuioM (N=1)
«H-THm» peKTOreHNUTAIBHBIM
caumom (N=6) Jes. 1 1() 4(2) - 4) 2 4 (9)
PexToMoI10HOYHBIH
caui (N=5) Ma. 1(1) 2(1) 1 - - - 1(2)
Oxkcrpodus kaoaku (N=2) (1) (2) (2) (2) (2) 2(9)
YV IBOGHHUS PAMOii Hes. - - 1(1) - (1) 1)
kutiku (N=2) Man. j i _ _ . - -
Crenos n Jles. 1(1) ) 1(2)
psMoi _ _ _ _
KUIIKH (N=7) Mau. 4@ () 1(2)
Oxkromus aHyca (N=22) Jes. 3) 8(10) | 1 2(6) 7(19

Mau. - - 2(1) | - 11 |- 1(2)

Beero (n=74) 4 (3) 4(17) | 29 (29)| 3(2) 5(24) | (2 31 (77)

3aki0ueHue

B 3akimoueHHE MOXKHO OTMETHTh, 4YTO pa3sHooOpasue APM cocToUT HE TOJIBKO W3 MPOCTHIX
OJIMHOYHBIX AHOMAJIUM, HO U CJOKHBIX AHATOMUYECKHUX BapUAHTOB; MPOSABIAECTCA Pa3HOU 4YaCTOTOU
OTHETHHBIX (OPM B 3aBHCHMOCTH OT IIOJIa OOJBHBIX, YTO YCJIOXKHSET JHATHOCTHKY W JICUCHUE.
3HaYUTENbHOE MpeoliiajaHie Yy JICBOYSK CBHILEBbIX (opM B mojioByto cucrtemy (51 mporus 7),
KOPPEJIUPYET C YaCTOTOW PEKTOYPHHAPHBIX CBUILNEH Y MAIBYUKOB MPH OCHOBHBIX KIMHUYECKUX (opMam
APM (60 mporme 0). Takoe OOCTOATENBCTBO B JIUTEpaType NPU3HACTCS TEM, YTO «BPOXKICHHBIE
MePUHCABHBIC CBHUIMA MOXHO OIPEACINTh, KaK «MYKCKOM BapHaHT» pPEKTOBECTUOYISIPHOTO, TO
PEKTOYpETPANIbHBIA U BE3UKAIBHBIE MOTYT OBITh OTHECEHBI K MYXKCKOMY BapHaHTy PEKTOBAarMHAJIbHOTO
CBUIIIa» MMOATBEPXKIAIOT HAIK HaOmoneHus. Penkue perrnoHanbHbeie hopMbl coctaBuin 24,1% B obmieit
ctpyktype APM y nereit ¢ konebanmsmu ot 0,83% mo 24% cpean pa3nuyHBIX HO30JIOTHIECKHX (HOPM.
DTO CBUACTENLCTBYET, YTO HAIIM JAaHHBIE COOTBETCTBYIOT IPOMEXKYTOUHBIM IIOKA3aTeIsIM MEXIY
pernonamu, rae ykasaHuble Gopmbl APM HaOmronaroTcs 4acTo Wiu penko. [is JUarHOCTHKU PEeIKHX
PETHOHATBHBIX (OpPM TpeOyeTCs] KOMIIEKCHBIA TIOJXOJ C BBISBJICHHEM ACCOIMHUPOBAHHBIX aHOMAIWH.
Jlis TIOBBINICHUST TOYHOCTH M CHEIM(PUUYHOCTH BepU(UKALMU OTACIBHBIX HO30JIOTUYECKUX (HopM
HEOOXOAMMO WCIIOJIB30BaTh CIICIUAIBHBIE METOJbl HCCICIOBaHUNA. Y HAMIMX OOJIBHBIX C PEAKHUMHU
pernoHanbHBIMH BapuaHTamMu APM xupyprudeckas TakTHKa W CIOCOOBI ONEPAaTHBHOTO JICUEHUS
COOTBETCTBYIOT NpuHITMTIaM KpruKeHOEKCKOTO KOHCEHCYCa.
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