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Tpuaoa Kyppapuno (cunopom Kyppapuno) — pedkoe époscoentoe 3aboneéanue, ekuouaioujee 3 OCHOGHbIX KOMHOHEHMA. Kpecmyo-
6blll deghekm, aHOpekmanbHble MaTbOOPMayUU U NPecaKparbHylo maccy (dawe éce2o nepeonee kpecmyosoe menunzoyene). C mo-
Menma nepgozo onucanus cunopoma 6 1981 2. 6 iumepamype npeocmasieno ecezo oxono 300 nabniodenui. OcHOBHbIM KAUHULECKUM
nposigienuem CUHOPOMA AGIAIOMCA XPOHUYECKUE 3aN0pbl.

B npedcmaenennoii nyoauxayuu agémopul ananusupyiom 4 cayuaa cunopoma Kyppapuno. Cnyuaii 1: 6-mecsiunas degouxka ¢ amu-
NUYHBIM KIUHUYECKUM Npedcmagumenscmeom cunopoma Kyppapuno 6 ude ocmpoti 3adepicku mouu. bonvnas nocmynuna 6 naw
cmayuorap ¢ noOo3peHuem Ha 02poMHyo kucmy oprowrot nonocmu (10 X 6 x 8 cm), komopas ovina oonapysxcena npu MPT 6 Opyeou
6onvruye. Ipu Y3U 6 naweii borvHuYe 6bis6/IeHbl NEPENOTHEHHBLIL MOYe8oll NY3bipb (38akyuposaro 700 mi mouu) u npecakpaivbHas
macca Kucmosnoz2o xapakmepa, 0wl 3anodospen cunopom Kyppapuno. I'ucmonocuueckoe ucciedoganue y0aneHno2o oopazosanus
sv1s61710 3penyio mepamomy. Crayuail 2: HeOOHOWEHHbIT MATLYUK, 34 cym, NOCHYNUIL 8 CMAYUOHAD C BbIPAICEHHBIM 630YMUEM JHCUBO-
ma, OUHAMUYECKOU KUUEYHOU HenpoxXoouMoCmbio U nooo3penuem Ha sumepokonum. Ipu Y3U obnapysicenvl npecakpanvroe o6paso-
6aHUE KUCHO3HO20 XAPAKMEPA U 8blPANCEHHbLI aHanbHblil cmeno3. Cnyuaii 3: 0OHOWenHasi 0eBOUKA, 7 CYm, NOCMYNUILA 8 CIMAYUOHAD C
cunopomom cpvieueanust. [pu Y3HU 6 manom maszy eviseneno kucmosmoe obpaszosanue 78 X 34 um, komnpemupyioujee Mouesoli ny3uipb
U 6bI3bIBAIOWEEC OCMPYIO 3A0EPIHCKY MOYU C POPHUKATILHBIMU PA3PLISAMU U UHMPAPEHATLHBIMU CKONIEHUAMU MOYU C 00eUX CIOPOH.
Cuyuaii 4: desouka, 14 mec, Hocumens cueMoCmoMbl NO NOBOJY AHANLHOU ampe3uu (onepuposana 6 opyzom cmayuonape). lpu Y3HU
6 NONOCMU MAL020 MA3A OOHAPYICEHbL O8YXKAMEPHOE KUCTO3HOE BKIIOYEHUE PA3MEPOM OKONO 5 X 2 cM, YOBOEHUe MAMKU, AHOMANUS
Kpecmy060-KoN4UKo8020 0moeia no3eoHoYHuKa. Bee nayuenmul odcnedosanvt penmeenonocudecku, goinoaneno KT u MPT.
AHnanuzupyromes KauHu4eckoe npeocmasumenbCcmseo CUHOPOMA, Xupypeuieckoe ieyeHue u 0aHHble TUmepamypbl.

KnrmoueBble cloBa: ynempasgykosas ouasnocmuxa, oemu,; cunopom Kyppapuno.
Jna yumuposanusn: Jlerckas xupyprus. 2015; 19 (3): 48—55.
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The Currarino triad (Currarino s syndrome) is a rare congenital diseases including 3 main components, viz. a sacral defect, anorectal
malformation, and presacral mass (most frequently anterior sacral meningocele). Only some 300 cases have been reported since the
disease was described for the first time in 1981. Its main clinical manifestation is chronic constipation. The present paper reports
4 cases. 1. A 6-year-old girl with an atypical clinical picture of Currarino’s syndrome in the form of acute urine retention, the patient
was admitted to our clinic with a suspected huge (10 % 6 x 8 cm) cyst in the abdominal cavity revealed by MRI elsewhere. Ultrasound
study in our clinic demonstrated the overfilled bladder from which 700 ml of urine was evacuated and a cyst-like presacral mass
suggesting Currarino s syndrome. Histological study of the removed mass showed mature teratoma. 2. A premature boy aged 34 days
was admitted with marked abdominal distension and dynamic intestinal obstruction, enterocolitis was suspected. Ultrasound study
revealed a cyst-like presacral mass and well-apparent anal stenosis. 3. A full-term girl aged 7 days with regurgiration syndrome. Small
pelvis ultrasound revealed a 78 x 34 mm cyst-like structure compressing the bladder and causing acute urine retention with fornical
ruptures and bilateral intrarenal accumulation of urine. 4. A 14 month old girl with sygmostoma applied elsewhere to manage anal
atresia. Small pelvis ultrasound showed a 5 x 2 cm two-chamber cystic inclusion, dimetria, and sacrococcygeal malformation. All the
patents were examined by X-ray, CT and MRI. Clinical manifestations, surgical treatment and literature data are considered.
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Cunznpom Kyppapuno onucan B 1981 1. [1, 2]. Yacto ero Ha- YTO U ONpEAESeT BO3MOXKHOCTh PA3BUTHS JAHHOTO CHHIPOMA.
3BIBAIOT TaKke Tpuanoi KyppapuHo, mOCKONBEKY OH BKIIFOYaeT 3 Cuwnraetcs, yTo GOpMHUPOBAHKE CHHAPOMA POUCXOANT HA OYCHb
OCHOBHBIX KOMIIOHEHTa: BPOXKACHHBIC aHOMAJIMU KPECTla, aHO-  paHHHX 3JTarnax sMOpuoreHesa B mpoiecce AupepeHIMPOBKU
peKTanpHble Manb(opMaluy U NpecaKkpaJbHyI0 Maccy. OTH KOM- W OTAEJIECHUS HEHMPOIKTOAEPMBI OT 3HIOAEPMEI [2, 3]. DTOT CHH-
TIOHEHTBHl MMEIOT o0miee SMOPHONIOTHYECKOEe MPOUCXOXKICHHE,  IPOM OYEHb PEIKHH M Majo U3BECTEH NPAKTHYECKHM BpadaM.
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K 1991 r. B nuteparype Obiio onucano Bcero 56, k 2003 . —
200, ak 2013 . — 300 HabroneHui, TOJABIMIONIEE OOMBIITHH-
CTBO MyONMKaUui comepkUT 1—2 cOOCTBEHHBIX HAOIIONCHHS
[1, 4, 5]. HauGosnpliiee KOINIECTBO COOCTBEHHBIX HAOJIONCHHIA,
TIPUBENICHHBIX B OJJHOM MmyOukaimu, — 22 3a 17 et [6]u29—3a
50 ner [7]. B 06oux 3THX ciaydasx IPOBOAMIOCH PETPOCIIEKTUB-
HOE VICCIIEZIOBaHHE C YYacTHEM OONBIIOTO KOJUICKTHBA COTPYIHH-
koB. /lmarHoctuka cuaapoma KyppapuHo cioxHa U MpaKTUIeCKH
HEBO3MOXKHA 0Oe3 MPUMEHEHHUS CHELUATbHBIX METOAOB HCCIEAO-
BaHUsI, TOATOMY TTAIIMEHTHI B TEUSHUE UTUTEIBHOTO BpeMEHH 00-
peYeHbI CTpajgaTh OT XPOHHYECKHX 3alOpOB (MIPEHMYILECTBEHHO
KJIMHUYECKOE MTPOSIBIICHIE CHHPOMA) WITH HapyLLICHUI MOYEHCITY-
ckaHMs. MaHudecTalys KIMHAIECKON KapTHHBI B paHHEM BO3pac-
Te — OOMNbIIAst PEIKOCTh M BCTPEYAETCSI B OCHOBHOM ITPY HAJTUYUH
aTpe3uy aHAJILHOTO OTBEPCTHS Kak BapuaHTta cuHiapoma [8 — 11].
OCHOBOIT TOYHOW TUArHOCTUKH SIBIISIIOTCS JIy4EBBIE METOJBI HC-
CJICIIOBAHUSI.

Lenb paboTel — JeMOHCTpALIUS PEAKOH KIMHUYECKOH 1aTo-
JIOTUH ¥ BO3MOXKHOCTEH 3XOrpaguyeckoro MeTona B e IUarHo-
CTHKE.

MaTepna.nbl U ME€TOAbI

CoOCTBEHHBIN ONBIT BKJIIOYAeT 4 cilydas yIbTPa3ByKOBOM
JUarHoCTUKM cunapoma Kyppapuno y nereil panHero Bospacra.
Bo Bcex crmydasx mccrneoBaHre OBIIO BBINIONHEHO Ha amIapare
Voluson E-8 ¢ ucrnonb30BaHHEM pa3IMYHbIX JATYHKOB C 4aCTO-
TOH ckaHupoBaHus oT 4 1o 18 MI'n. IIpuMeHAI0Ch MONUIO3U-
IIHOHHOE TpaHCa0JOMUHANBHOE, TPAaHCIEepPHHEaNbHOe, Mapa- H
TpaHCBepTeOpabHOE CKaHMpoBaHue. lccienoBaHue NMPOBOLU-
J0Ch B B-pexuMe, Takxke BBIIOJNHSIOCH L[BETOBOE JOMIIEPOB-
CKO€ KapTHPOBaHHE.

Knunu4veckoe Ha6monenue 1. bonbs Ha s, 6 mec 19 nHei,
JoctasieHa Ha Y3U B cpouHoM nopsiake. Pe6eHOK 10CTaTOuHOro
IIUTaHKA, KOXKa YUCTasi, PO30Bas.

Anamnesis morbi: neBouka cTajga OECIOKOMHOM NMpPHUMEPHO
3 Hen Ha3aj, 1O IOBOAY YEro POAUTENHM OOpaTWIMCh B PaiioH-
HYyIO HOIMKIMHUKY. PeGeHOK OCMOTpeH MeanaTpoM U HalpaBleH
Ha Y3U, koTopoe ObUIO BBIMOIHEHO Henenro Haszan. OOHapyke-
Ha OTPOMHBIX Pa3MepOB KUCTa OPIOLIHOI MONOCTH, U PeOeHOK
HampaBlieH Ha rocrmTanu3anuio. [locnenyromue 6 cyT meBouka
npebbiBajia B CTaruoHape. lIpM NOCTYIUICHHMM COCTOSHHE Je-
BOYKHU PACLEHEHO KaK CPEIHETSDKENOE, .. KUBOT HE B3IYT, MSI-
Kuii, 0e300Ie3HCHHBII NIPH TaIbHAlNH, ITePUTOHEANBHBIX CHM-
NTOMOB HET, MOYHUTCS CBOOOAHO. B Mesoractpuu manenupyercs

OKpYyIJIOE, MSTKOIACTHYHOE OO0pa3oBaHUE IHAMETPOM OKOJIO
6 cM. Mouencnyckanue u aedekaius He Hapymensl". Ha Y3U:
"...onpenensieTcs JIOMOMHUTENbHOe 00pa3oBaHUEe OKpymion (op-
MBI, OJHOKAMEPHOE, C YKUAKOCTHBIM COIEP)KUMBIM, HECKOJIBKO
HEOJHOPOAHBIM, pazMepoM 84 x 80 X 60 MM, oT Mme3oracTpus
Jo obmacty Maioro Tasza'. B aHanmu3ax KpoBM M MOYM IIaTo-
mornn He BbisiBIeHO. Yepe3 4 cyr BemonaeHa MPT (puc. 1):
"..MOYKH — ...pacIIMpEeHbl BCE TPYIIBl YallleueK, IpaBas Jo-
xanka 12 mwm, neBas 11 MM. MOYETOUHHUKH PacUIMPEHBI HA BCEM
npoTsDKeHHN. .. [1o IeHTpy KHUBOTa onpeaernseTcs 00bEMHOE K-
KOCTHOE 00pa30BaHHME C YETKOH Karcynou pasmepom 105 x 62 x
80 MM, OTTECHsIOIIEee KUIIEUHNK KHU3Y U BBI3BIBAIOIICE HApyIIIe-
HHE OTTOKa MOYH M3 TI0YEK U MOYETOYHHKOB. MOYEBOi IMy3bIph 0e3
0COOCHHOCTEH... 3aKiIroUeHHe: 00bEMHOE JKHIKOCTHOE 00pa3oBa-
Hue xuBota". C 3TUMHU pe3ylbTaTaMU JIeBOUKa OblIa IepeBeieHa
B Hallly OOJBHUILY.

Anamnesis vitae: pomuiiach OT HOPMaJIbHO MPOTEKAaBIIeH Oe-
PEMEHHOCTH, 33 BpeMsi KOTOPOil MaTepy HEOIHOKPATHO BBIIIOJI-
Hstoch Y3U: maTonoruu co CTOPOHBI IUTOAA BRISBIECHO HE OBLIO.
[Mocne poxaenus Y3U peGeHKY HE POBOIUIOCH HU pasy.

ITpu Y3 B HaumieM CTalMOHApE IOATBEPIKICHA THIIATAIMSA
moueBbIBoaAnMx myteil (MBII) Ha nmpoTsxkenuu (J1oxanku a0 16
MM, Yariedku 10 10 MM, MOYETOUHHKH 10 9 MM) C 00EHX CTOPOH.
Kuiiieunple meTian OTTECHEHBI BBEPX W JIATEPATbHO, MPEUMYIIE-
CTBEHHO craBlIuecs. [IpakTHyeckn Bech 00bEM JKHBOTa 3aHU-
MaeT TOHKOCTEHHOE 00pa30BaHMe ¢ XKHUIAKOCTHBIM COAECP>KUMBIM
pasmepom He meHee 11 x 10 x 12 cM (npennonoKuTeabHbIH 00b-
em He MeHee 500 mu1). B mooctu Maoro Ta3a BU3yaJH3HPOBaHO
elie oIHO 00pa3oBaHHE HENPAaBHIBHO-OKpyIIIon (Gopmbl 10 45
MM B JIHAMETPE C COJACPKHUMBIM B BUJIC HEIKHOM MEITKOTUCIIEPC-
HOH B3BecH. [Ipu TpaHCHIeprHEATbHOM CKAaHUPOBAHHUH B ITOJIOCTH
MaJjoro Tasa BU3yalU3HpyeTcsl oOpa3oBaHHE, B IEPHHEATbHOU
9acTH KOTOPOTO HUMEIOTCS BHYTPHUIIPOCBETHBIE MEIKHE KHUCTBI
(mmameTtp xoHIOMepara Kuct 10 13 mm). OGpa3oBaHue pacmono-
JKEHO HEMOCPEICTBEHHO OKOJIO KPECTLOBO-KOITYUKOBOTO OTIENa
MO3BOHOYHHUKA, MPHJICKUT K HEMY M CIABIUBACT Ha TPOTSHIKCHHU
OPSMYIO KHIIKY, OTTECHsSISI €€ KIEepeau, U OCTaJbHBIE OpraHbl
MaJioro Taza (puc. 2).

Ipu ycTaHOBKE ypeTPaIbHOTO KaTeTepa JOCTOBEPHO 3a(uK-
CHPOBAHO €ro MPOXOXKICHUE B KPYITHOE KHCTO3HOE 00pa3oBaHue
JKUBOTA (MOYEBOM My3bIph!), oTonuio okoso 700 M1 Mo4u, mocie
9ero My3bIpb COKPATUIICS MOJHOCTBIO. J{MaTalus MOYEeBBIBOJIS-
[IMX MMyTei Ha MpOTSHKEHUH octanack. OOpa3oBaHHE B MOJIOCTH
MAJIOro Ta3a 3xorpapuuecku He u3MeHWwI0ch (puc 3). 3akioue-

87.0% WL
ALENANECHAEVA
6mF 55117
Feb.11.2014

09:10AM
20A6147

Puc. 1. MPT B apyrom crannonape . MockBbl: (ppoHTaNbHBIE (@), CATUTTAIbHBIC (6) U aKCHAIIbHBIE (6) CPE3bI.
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MoYeBoit
ny3sps

Puc. 2. Y3U npu nocTymieHu.

a — B XUBOTE OIPEJEIACTCA OrPOMHOE XKHIKOCTHOE 00pa3oBaHKe, AUIATHPOBAHBI JIOXAHKH (CTPENKH); 6 — B MOJIOCTH MAJIOr0 Ta3a ONPEAEISeTCs elie Ofl-
HO KHCTO3HOTO BHJa 00pa3oBaHHE MEHBIINX Pa3MepoB (BOiHAs depHas CTpelKa); 6 — TPaHCICPHHEAIbHOE CKAHHUPOBAHUE: OEIBIMH CTPEIKAMH I1OKa3aHbI
MM03BOHKHU, KMCTO3HOE BKJIIOUEHME (IBOMHAs YEepHAs CTpPEJIKa) MPHICKHUT HEHNOCPEICTBEHHO K HUM, OTTECHSS NMPAMYIO KHIIKY (KPAacHbIE CTPEJIKH) KIIEPEeau;
2 — CKaHHPOBAaHHUE CO CIIUHBI: OEIBIMH CTPENIKAMH ITI0Ka3aHbI I03BOHKH, B CTPYKType KHCTO3HOTO BKIIIOUCHUS (JJBOHHEIE YEPHBIE CTPEIIKH) ONPEeesIeTcs] KOH-

IJIOMEpaT MEJIKUX KUCT (YEPHBIE CTPEIIKH).

Hue Y3U: 3xo-mpu3Haku 0O0bEMHOTO (MIPEUMYIIECTBEHHO MKH/I-
KOCTHOT0) 00pa30BaHus MaJIOro Tasa (kucra?, reparoMa?, mepe-
Hee MEeHUHronuene?), CHHIpoMa CAaBJIEHHsI OPIraHOB MaJIoro Ta3a
¢ pasButieM odcTpykiuu MBIT (ocTpas 3agepikka MO4H).

Heo6xomuma KT opraHoB Majoro Ttasa, MOSCHHYHOTO U
KPECTIIOBO-KOIMTYUKOBOTO OT/IEJIOB MO3BOHOYHHUKA!

B nanbHeliem qeBOYKe YCTaHOBIICH MOCTOSHHBIN ypeTpaib-
Heiid katerep. [Ipu Y3U B nuHaMuke 3a)UKCUPOBAHO yMEHbIIIE-
Hue qunaranuu (parmentoB MBII, cokpaiieHHbIi (Ha KaTeTe-
pe) MOYEBOM ITy3bIph. DXorpapuueckoil TMHAMUKA CO CTOPOHBI
KHCTO3HOTO 00pa3oBaHMs Majoro Taza He 3aduKcupoBaHo. [Ipu
npuuensHoi KT KpecTIioBOro ot/iena no3BOHOYHUKA MaTOJIOTHH
He BbIsIBIICHO. Yepes3 HeCKOJIbKO JIHEH aeBouka 3abonena OPBU
1 OblIa BBIIIMCAaHA JOMOH (Ha MOCTOSIHHOM YpEeTpaJbHOM Kare-
tepe). Ilociie BBI3AOPOBIEHUS PEOEHOK HOCTYNWI IOBTOPHO,
sxorpaduyeckas KapThHa OCTaBalach Hem3MeHeHHoH. [locie
IpeONepaliOHHON MOATOTOBKM JEBOYKA OBbLIa ONEpUpOBaHA
(IIPOMEKHOCTHBIM JIOCTYIIOM BBITIONIHEHO yAaJCHUE KUCTHI, T'H-
CTOJIOTMYECKH — 3peJas TeparoMa) U yepe3 12 cyT ¢ BBI3I0pOB-
JICHHEM BBIIIMCAaHA JIOMOH.

Kaunuuyeckoe Hadmaonenune 2. b o 1 v H 0 #, 34 cyT, Ha-
IIpaBJieH Ha OCMOTpP B cpodHOM nopsiake. COCTosIHUE TsKeloe,
9KCHKO3, TOKCHKO3. [locTynuin HakaHyHe Be4epoM C KIMHHYe-
CKOM KapTUHOM HU3KOH KuIeyHoil Henpoxoaumoctu. [Tpu Y31
BBISIBIICHBI (DEHOMEH ra3a B MOPTAJbHOM CHUCTEME, YMEPEHHO
BBIp@KCHHAs HEPAaBHOMEpPHAs AMJIATAllUs KHUIIEYHBIX IMETEelb.
Tak>ke onpeaensiuch ciaeabl >KMIKOCTHOTO COAEPKUMOTO MEX-
Iy TeTIsIMU KUIIEYHHKAa M B JaTepalibHbIX KaHanax. BerisaBie-

Puc. 3. Y3U Ha ¢one kareTepu3anuy MOYEBOTO Iy3bIpsI.

HBI MEJIKOTOYCYHBIE BKJIOYEHHS ra3a B CTEHKax (parMeHToB
KHIIEYHBIX METeIb B MPAaBOH IOJIOBHHE XMBOTA (ITHEBMATO3),
B JICBOIl TOJNIOBHHE J>XHUBOTA OIPEACIUIOCh HEPaBHOMEPHOE
YTOJIIEHHE CTEHOK KUIICYHBIX MeTeNb. [lepucTanbTiKa KpaiHe
Bsasi (COMHHUTENbHAsA). DXorpaduyeckas KapTHHA paclieHeHa
KaK BO3MOXKHBIC IPOSIBICHUS DHTCPOKOINTA U AMHAMHYESCKOU
KHIICYHOH HEMPOXOIMMOCTH Ha eTo (oHe.

Anamnesis morbi: cOCTOsIHUE yXyALIMIOCH 32 CyTKU JI0 TI0-
CTYIUICHUS, KOT/1a TIOSBIJIMCH B3AyTHE )KUBOTA, 3a/Iep)KKa CTyIa,
PBOTa 3aCTOMHBIM CONEPIKUMBIM.

Anamnesis vitae: poauics ot 27-1eTHeW KeHIIUHEI, -1 ma-
TOJIOTHYECKH TPOTEKaBILeH OepeMeHHOCTU (IecTo3), pOfOB Ha
38-if Hemene myTeM KecapeBa CEUCHHS, AMATHOCTHPOBaHA 3a-
JIepKKa BHYTpUYTpOOHOTO pa3suThsi. Macca tena 1950 1, mo
mkane Amnrap 6/7 6amioB, Bce BpeMs A0 MOCTYIUICHUS B Hallly
KIIMHUKY HAXOIUIICS Ha CTAlJHOHAPHOM JICYCHHH IO TIOBOY BHY-
TpUYTPOOHOH THEBMOHHWH, MOCTUHTYOAIMOHHOTO TpaxeoOpOH-
xuTa. [lomy4an MacCHBHYIO aHTHOAKTEPHAIBHYIO U ITOCHHAPOM-
HYIO TepaIHIo.

IIpu Y3U oOHapykeHbI TONHOPTaHHBIC U3MEHEHHS MH]EK-
[IMOHHO-TOKCHYECKOTO XapakTepa, a TaKKe HEe3HAYMTEeNIbHBIN
BBINIOT B JIaTepAbHBIX KaHanax OpromHoW monocTtu. [lepu-
CTaJbTUKA OYEHb Bsas. KuleuHsle NeTiy npenMynecTBEeHHO
C YTOJILCHHON CTEHKOH, OTIEIbHBIC NETIH KUIIKK 10 3 CM B
JIHaMeTpe C TeTePOreHHBIM COIEPKUMBIM B pocBete. [Ipu mo-
JUIMO3UIMOHHOM CKAaHMPOBAaHWU (BKJIIOYas TpaHCIEPUHEAIb-
HBII ¥ MapaBepTeOpabHBIN TOCTYNHI) B MOJOCTH MaJIOro Tasa
BH3yaJIM3MpOBaHa MpecakpalbHas Macca, NPeACTaBICHHAs KH-

a — BUJ MAalMeHTa; 6 — KateTep (CTPEJIKH) B MOYEBOM ITy3bIpe, KUCTA B ITOJOCTH MAJOro Tas3a (IBOMHAs YepHasi CTPEJKa); 6 — IOCIIE BAKyallud MOYHU U CO-
KpAaIlleH!s MOYEBOTO ITy3bIps (KaTeTep B €ro MpOCcBeTe — OEIIbIe CTPENKH), KUCTA B TTOJIOCTH MAJIOTO Ta3a COXPAHSETCs (IBOMHAS UepHas CTPEITKa).
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Puc. 4. Kinuanueckoe HaOmoneHne 2.

JIBoiiHast yepHas CTpelka — HpecakpajbHasi KHCTa; YepHasi CTPEJIKa — MOYEBOM Iy3bIpb; KOPOTKasi YepHasi CTpelIka — KaTeTep B ypeTpe; JBoWHas Oenast
CTpeJIKa — CTEHO3HPOBAHHBIM y4aCcTOK MPSIMOM KHIIKH; Oeliasi CTpesika — JMIATHPOBAHHBIN y4aCTOK IPSIMOM KHIIKH; KOPOTKasi Oerast CTpesika — KOCTHBIE
(bparMeHThI MO3BOHKOB; @ — KHMCTa ITyOOKO B MOJIOCTH MAJIOTO Ta3a; 6 — YeTKO MPOCIIEKHUBACTCs (hparMEeHTapHOE Cy)KEHUE NMPSMOii KUIIKH 3a CUET ee CAaBJIe-
HUS IPECAKPaIbHON KHCTON; 8 — TPAHCIIEPHHEAIBHO: CIABICHHE IPSMOiT KUIIIKH IPECAKPAIBHO KUCTOI; 2 — IIPOI0JIBHOE CKAHUPOBAHKE CO CITUHBI; BOMHOI

KOPOTKOH 0€I0i CTPEeNKoii IoKa3aH XPsILIeBOi KOMIHK.

CTO3HOM CTPYKTYpO#, TOJICTOCTEHHOU, pazMepoM okojo 17 X
12 MM C TeTeporeHHBIM COAEPKUMBIM B IpocBeTe. Kucra kom-
MIPEMUPYET NPSMYIO KHIIKY, OTTECHSS €€ KIIepeIH. 3aKII0ueHIe
Y3U: cunapom Kyppapuno (nmpecakpaibHas Macca KHCTO3HOTO
Xapakrepa — Teparoma?, IepeJHee MeHuHrouene?, kucra?,
BO3MOXKHO, C BOCIIAJHTENBEHBIM KOMITOHEHTOM). Kommpeccus
OpsSMON KHIIKM C HapyLIeHHEeM Iaccaka IO JKeJyLOYHO-KH-
meyHoMy TpakTy (PKKT). Dxo-npu3Haku SHTEpPOKOIUTA, MTOIU-
OpTraHHBIX PEaKTHBHBIX U3MEHEHHH (puc. 4).

B nanbHeiimeM peGeHky Oblna ycTaHOBIEHa TpyOKa B Ips-
MYIO KHUIIKY, TpyOKa IIPOBEJIEHA 3a 30Hy CT€H03a. DTO I103BOJIUIIO
obicTpo HanmaauTh naccax no JKKT, kynupoBarh MposiBICHUS H-
TEPOKOJINTA ¥ HauaTh MOJHOLEHHOE SHTEpanbHOe MuTaHue. Ye-
pe3 2 cyT peGeHKy Oblia BblnonHeHa cnupanbHas KT ¢ koHTpa-
CTHPOBAaHHEM: B MOJIOCTH Ta3a OMPEEIUIOCH OKPYIIIOE KHCTO3-
Hoe o0Opa3zoBaHMe JuaMeTpoM 14,5 MM, PacHoNOKEHHOE MEXIY
KPECTLOBBIM OT/EJIOM [103BOHOYHUKA U JPEHUPOBAHHOM IPsIMOii
kumkoit. Kancyna oOpa3oBaHHs XOpOIIO KOHTPACTHPOBAIACH.
ITnotHOCTh OOpazoBanust okono 30 en. H. Kpecruosslit otaen
[I03BOHOYHUKA MPEJCTaBIeH 5 MO3BOHKAMHU, JHUCTAlbHbIE IIO-
3BOHKH Je(hOpMUPOBaHBI, KOITINKOBBIE TIO3BOHKH HE TIPOCIIEIKH-

Puc. 5. PesynsraTsl nprMeHEHUs IPYTHX JIYIeBBIX METOIOB.

BAIOTCSl — IOPOK Pa3BUTHSA. IIpociienuTh CBsI3b MO3BOHOYHOTO
KaHasla ¢ oOpa3oBaHueM He ynaercs. 3axmoueHue: KT-kapruHa
MeHHUHTOoIe1e? KPEeCTIIOBOTO OT/IeNa MMO3BOHOYHKKA. BhImoaHeH-
Has Briocnenctsun MPT BbIsiBUIIa CBA3b 00pa30BaHMS CO CIIUH-
HBIM MO3IOM B BHJIE Y3KOTO TsXa (puc. 5).

Kannuyeckoe nadnionenne 3. b o 15 H a 51, 7 cyT, 1ocTaB-
neHa Ha Y3U B 9KCTpeHHOM MOPSAIKE, COCTOSIHUE OUCHb TSDKETIoe,
BBIPAXKEH OTEUHBIIH CHHAPOM, )KUBOT YBEJIUUCH B pa3Mepax.

Anamnesis morbi: toma OTKa3bIBaJach OT €/bl, B TEUCHHUE TI0-
cneaHux 3 ¢yt ObUT padkmkeHHbIH ctyi. Ha Y3U B monukinuHu-
Ke, BBISBJICHBI MPH3HAKH IUJIATAMK YalleYHO-JIOXaHOYHOH CH-
crembl (UJIC), rocnuTaln3upoBaHa ¢ CHHAPOMOM CPBITHBaHUS,
MoZI03peHneM Ha TupoHedpo3. [Ipu nocTynieHnu KareTepusu-
POBaH MOYEBOH Iy3bIPb MMOTY4eHO 50 MJI MOUH.

Anamnesis vitae: pebeHOK OT Marepu 28 JIET ¢ XPOHUYECKUM
OpoHxHTOM, OT 3-ii OepeMeHHOCTH 0e3 OCIIOKHEHUi, camo-
CTOSTENbHBIX potoB Ha 40-ii Henmene. Macca Tena mpu poxe-
Hun 3890 1, poct 57 cM, BeIHCaHa U3 pojjoMa Ha 4-e CyTKH
(cocTosiHME MOCNE MU3MOTOMUM M YIIUBAHUS pa3pblBa ILEHKH
Mmarku y matepu). [Ipu Y3U Bo Bpemsi OepeMEHHOCTH BBISIBICHO
KHCTO3HOE 00pa30BaHKME OPIOIIHOW MOJIOCTH JTUAMETPOM OKOJIO

a— KT, TpexmepHast peKOHCTPYKIIHS KOCTHBIX ()parMEHTOB KPECTIOBO-KOITYHKOBOTO OTAENA T03BOHOUHNUKA; 6 — KT, HaTHBHOE HcclieoBaHme, IpecakpaabHOe
0o0beMHOE 00pa3oBaHKe B [OJIOCTH MAJIOT0 Ta3a OKa3aHo IBOWHOW YepHO# cTpenkoil; 6 — MPT, 1BOitHOM YepHOii CTpenKoii oKa3aHo IpecakpaibHOe 00pa-
30BaHue, OEIOU CTPENIKOI IOKa3aHa CBI3b 00pa30BaHUS CO CIIMHHO-MO3TOBBIM KaHAIOM.
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Puc. 6. CkanupoBaHue B HAJIOHHOH 00JIaCTH.

@ — PE3KO MePeNoIHEHHBII MOYEBOIT ITy3bIPb (CTPEIKa); 6 — IIPOAOJIBHBIN CKaH: HEPEMOIHCHHBII MOYEBOIT Iy3bIPh (CTPEJIKA) U KMCTA B MAJIOM Ta3y (JBOHHAs
CTpeJIKa); 6 — KOCOJIATePaIbHBIH CKaH: KMCTa (ABOMHAs YepHas CTPEJIKa) U3 MaJIOro Ta3a PacCHpOCTPAHSIETCS IO yPOBHS HIXKHETO TOJII0Ca MOYKH, JUIaTHPOBa-
ubl ¢pparments! YJIC (nBoiiHble Oeble CTPEIKH) X MOYETOYHUK (OeIble CTPENKH).

2 cm, npenrnonaranack kucra suaHuka. [Ipu Y3U oOHapyxeHbI
MEPETIOTHEHHBIA MOYEBOI My3bIPh (9BaKyHPOBAHO IO KaTeTepy
200 mn moun), auntaranus MBII ¢ 06eux cTOpoH Ha IPOTSHKEHUU
(;toxanku mo 10 mm, gamedkw mo 10 MM, MOYETOYHHUKH 110 6 MM)
U KpYIHOE KHCTO3HOE 00OpazoBaHue 10 8 X 4 cM, 3aHUMAIOLIEe
BeCh 00BEM MaJIOro Ta3a XU CBOMM BEPXHUM IIOJIIOCOM JOCTUral0-
miee ypoBHS HIDKHETO Kpas rmodek (puc. 6).

C o0eux CTOpPOH HAONIOAATKCH TMPU3HAKH JCKOMIIEHCHPO-
BaHHOH oOcTpykuun MBII: onpenensauch MacCUBHBIE MHOXE-
CTBEHHbIe, HOpPHUKAIBHEIE pa3pbIBbI BO Beex oraenax YJIC. Tak-
e 0OHapy)KeHbI MHO)KECTBEHHBIC HHTPAPEHAIBHbBIE CKOILICHHS
MOYH, JIOCTHTAIOLIHE ciieBa 15 MM B quamMetpe, B mpocsere YJIC
OIpeAeIsUIach MEJKOAWCIIEpCHas B3Bech. IIpu 3TOM HHTpape-
HAJIBHBIA COCYIMCTHIM PUCYHOK COXPaHEH U MapaMeTphl peHalb-
HOTO KpOBOTOKA B IIpeiesiaX BO3PacTHOM HOPMEI (pUC. 7, CM. Ha
BKJICHKE).

MoueBoii my3sIpb pe3ko J1e(HOpMHPOBaH, OTTECHEH BBEpX.
Marka npociexuBanach J0CTOBEPHO, PE3KO OTTECHEHA BBEPX U
BJIEBO, NedopMupoBaHHas. [10J0CTh Blaranuina 3amnoiHeHa CO-
JIEP)KUMBIM B BHIE MEJIKOAUCIIEPCHOM B3BECH (BIOCIEICTBUH
9BAKyMPOBAHO OKOJIO 15 MII IycTOro 0enecoro ConepkKuMoro).
IIpu TpaHCHEepHHEATFHOM H TapacakpalbHOM CKaHHPOBAHUH
MOATBEP)KACHO HaJW4YHe KPYMHOTO KHCTO3HOTO OOpa3oBaHUs,
3aHMMAIOIIEr0 Bechb 00bEM Majoro Ta3a M BBIXOIILIETO 3a €ro
npeziesnsl (BEpXHUHM ypOBEHb €ro ONpEeNessuics Yy HIKHEro Kpas
noyek). B xayganbpHOM 4acTH KHCTHI ONMPENENSIINCh TOHKUE HH-
TeBUHbIE BKIIOUeHUs. [Ipsamast kuika Oblia OTTECHEHA KIIepeIu
Y KOMIIpeMHUpOBaHa. J0CTOBEPHBIX 9XO-NPU3HAKOB CTPYKTYPHBIX
HapyIIEHUH KPEeCTLIOBO-KOIMYMKOBOTO OTJelNa MO3BOHOYHHKA HE
oOHapyxeHo (puc. 8).

3aKJIOYeHHE HCCIIeIOBaHUs: IIOJUOPraHHble W3MEHEHUs,
paclieHuBaeMble Kak nposiBeHus cuaapoma Kyppapuno (ociox-
HEHHBII BapuaHT): OCTpast 3a/Iep>KKa MOYU C MACCUBHBIMHU (op-
HUKAJBHBIMU Pa3pblBAMH H WHTPAPEHAIBHBIMU CKOTUICHUSMH
MO4H Ha ()OHE CAABIECHUS HIEHKH MOUEBOTO ITy3bIPs IPECaKpab-
HBIM 00BbEMHBIM 00pa3oBaHHEM (TIepeaHee MEHUHrolene?, Tepa-
ToMa?, Kiucta?); THAPOKOIBIIOC Ha (JOHE CIABICHUS BIIaralnia;
KOMIIPECCHSI IPSIMOM KUILIKH.

IMpu naboparopHoM 00CIeIOBAHUN BBISIBIEHA a30TEMHUS C IO-
BBIIICHUEM YPOBHS KpeaTnHHHA 10 304 MKMOIIB/JI, MOYEBHHBI JI0
21,5 mmonb/i. PeOeHKY yCTaHOBIICH TIOCTOSIHHBIM YpeTpasibHbIH
KareTep, HauaTa MHGY3UOHHAs, aHTUOAKTepUaIbHasl, KOPPUTHPY-
fommast Tepanusi. Yepes 4 cyT mokaszaTelld a30TeMHH HOPMAITH30-
BaJIMCh, ipu Y3U oTMeueHa BhIpaskeHHAsI TOJIOKUTEIbHAS TUHA-
MHKa B BUJIE Hcue3HOBeHus quiaranui MBI 1 mHTpapeHa bHBIX
CKOIUICHHI MOYM, COKpalleHus nojioctu Bnaranuia. CobcTBeH-
HO TIpecakpajbHas Kucra ocraBajiack 0e3 m3menenui. [Ipu KT u
MPT npuHIMIMansHO HOBOM MHGOpMAIMU HE MOIyYeHO, IIpU-
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3HAKOB aHOMAJNH CTPOCHHS KPECTIIOBO-KOITIMKOBOTO OT/ENA IO~
3BOHOYHHKA BBISBICHO HE Oblmo. Brocmenctsum neBouka Oblia
OIIEPUPOBAHA: BBIIOJHEHB! YAAICHUE KUCTBI, PE3CKLUs KOMUMKa.
I'mcronormyeckoe 3aKIIFOYCHHUE: 3pelias TepaToMa.

Kannunveckoe naoaonenne 4. b o n b °H a 51, 13 Mec, 10-
craBieHa Ha Y3U ¢ m1aHOBOM IOpsIIKE: IOCTYIMJIA Ha 3TallHOe
JIeUCHHE 110 MOBOY aHANBHOM aTpe3nu. J[eBouka ITOHIKEHHOTO
nUTaHus, OnemHas.

Anamnesis morbi: GoibHA C poxaeHUs. B 1-e cyTku Xu3HU
OIEepUPOBaHA 0 MECTY XKUTEIbCTBA (YKparHa), HAIOKEHA CHTMO-
croMa. JlaHHbBIC BBIMMCKH KpaliHE CKyIHbBIC, MaTh MOAPOOHOCTEH
JIeYeHUsI COOOIIUTD HE MOXKET (HU3KUH COLMANbHbIA YPOBEHB).

Anamnesis vitae: pogunach OT HOPMAIEHOH OEPEMEHHOCTH U
PozIoB (COo CIIOB MaTepH).

ITpu Y3U obHapyxeHO yIBOCHUE Tela MAaTKU, SUYHUKU BU-
3yall3UpOBaHEl COMHHUTENEHO. B momoctn manoro Tasa mpeca-
KpaJIbHO BBIABICHO IBYXKaMepHOE KHCTO3HOTO BHIA TOHKOCTEH-
HOE BKJIIOYCHHUE: LIEHTPAIbHO PACIOIOXKEHHAs KaMmepa OOIIHM
pa3mepoM oxoio 5 X 2 cM. Bo3MokHO, B IpocBeTe KaMep TOHKUE
centsl (?), HUTEBHIHBIC CTPYKTYpHI (?). Takxke onpeaesnsuiocs 3Ha-
YUTEIBHOE HAPYIICHUE CTPYKTYPHOCTH KPECTLIOBO-KOITYUKOBOIO
OT/JeNa TO3BOHOYHHKA. [IpsMast KMIIKa KOMIPEMHPOBaHA M OT-
TecHeHa Krepenu (puc. 9) .

ITpu MPT noarBepskaeHO HaJIMUUe rPpyObIX CTPYKTYPHBIX U3-
MEHEHHH KPECTIIOBO-KOITIHKOBOTO OT/ENa TO3BOHOYHNKA, CBSA3H
CIIMHHO-MO3TOBOTO KaHajla ¢ KHUCTOW He BBIABIEHO. PeOeHOK Ha-
IpaBJIeH Ha KOHCYJBTALUIO K HEHPOXUPYPLY.

PesynabTartsl n o0cyxkneHune

IlepBoe HabIrONEHHE MPEACTABISIET COOOI HHTEpEC B OCHOB-
HOM KaK CJyd4ail HEBEpHOH TPAKTOBKH JIYYEBBIX HM300paKCHHH.
IIpaBunbHO HHTEPNIPETUPOBATH KPYITHbIE 00bEMHBIE 00pa30BaHUS
1000 3x0rpaduuecKkoit CTpYKTypbl O4EHb CII0XKHO: JIF000H KpyI-
HbIi 00BEKT AeGOPMHUPYET W CMEIIACT PSIOM PaCIIOJIOKCHHBIC
OpraHbl U OJHO3HAYHO OIPCACIIUTH, U3 KAKOI'0 OpraHa UCXOOUT
[IaTOJIOTUYECKOe 00Pa30BaHUE WM OHO BOOOLIE SBIISIETCS BHEOD-
TaHHBIM, OBIBaeT 3aTPyAHHUTENHHO. KpoMe TOro, M HampsMyro He
BOBJICUCHHBIC B IATOJIOIMYECKUMA Ipouecc opraHbl, CMCIIAACh U
JedopMHUpYACh, IPHOOPETAIOT UHOLAA CTOMIb HEOOBIUHBIN BUJI, UTO
PAacIIo3HaTh UX TaKKe CTAHOBHUTCS BechMa MpodieMaTHIHbIM. Tak
IPOU30IUIO ¥ B JAHHOM HAONIONEHUU: OTPOMHBIN MepepacTsHy-
ThIIl MO4EBOI ITy3bIPb 3aHSLI IOYTH "BECH KUBOT" U OBbLT IIPUHSAT 32
KHCTY, a KACTA B TIOJIOCTH MaJIOTO Ta3a OblIa IIPHUHSTA 32 MOYEBOH
my3bIpb. [IpU4MHOI OMIMOKM SBUJIOCH OTCYTCTBUE TOJUITO3HIIU-
OHHOTO CKAHUPOBAHMS: IIPU TPAHCIEPUHEAIBLHOM JIOCTYIIE CTaHO-
BUTCS] OYEBUTHBIM, YTO KUCTO3HOE 00pa30BaHKE B MaJloM Ta3y He
MOXXET OBITh MOYEBBIM My3bIPEM: OHO PACIOJIOKEHO MpPEeCcaKpalib-
HO, OTTECHSIET KIepeau NpsaMylo kumky. HopmanbHbll MoueBoii



Puc. 8. Knmuanueckuii mpumep 3.

a — KpyIHas KucTa (ABOWHAs YepHasi CTPEJIKa) CIABIMBACT MOYEBOM My3bIph (YepHAs CTPEJIKA) U OTTECHSAET BIIArayuIle (1BOiHas Oeras cTpelika); 6 — TpaHC-
NepHHeaIbHO: KICTa 3aHUMAeT BeCh 00beM MaJIOTO Ta3a (IBOHHAs YepHasl CTpeJIKa, II03BOHKH MOKa3aHbl TPEYTONbHBIMH OCJIBIMU CTPEIIKAMH), TIpsiMasi KHIIKa
(Genble cTpenKH) OTTECHEHA KIIEpeau M KOMIPEMHUPOBAHA; 6 — CKAHHPOBAHHME CO CIMHBI: KPECTEI M KONMYHUK 3XOrpauuecKH He M3MCHCHbI (TPEeyroibHbIC
CTPENKHN), TPOMHON CTPENKOI OKa3aH KOHTYp Iablla, BBEACHHOTO B IPSIMYIO KHUIIKY.

ITy3bIPb TIPH TAKOM JJOCTYTIE JOJDKEH JIOKATM30BaThCS KIEPEAn OT
MaTK{ ¥ TeM Oonee OT mpsiMoi KuIIKU. MHTepecHa u KIMHHYe-
CKasl HEJIOOLIEHKA COCTOSIHUSI PeOeHKa: COOOIIEeHuEe 0 CBOOOTHOM
MOYEHCITYCKAaHUU Y PeOCHKA C OCTPOH 3a7ep)KKOH MOYH BIIOJIHE
THITMYHA 1711 peOeHKa "mammepcHoro” Bo3pacTa, KOTra caM Mila-
JICHEeIl He MOKeT HUYETo CKa3aTh O CBOEM CaMOYYBCTBHH, a OKPY-
JKAIOIIFe HeIOCTATOYHO BHUMATENBHBI K COCTOSHHUIO IMAllMeHTa.
Amnanoruynas CuTyauus 6LIJ'Ia 1 B TPETHEM U3 IPUBCACHHBIX Ha-
OMIOJIEHUIA: KUCTY B IIOJIOCTH MaJIOro Ta3a MPUHUMAIU 32 MOUEBOH
my3bIph, TpryeM o0cTpykuus MBI B maHHOM ciiydae Jonnia 10
KPUTHYECKOTO YPOBHS ¢ ()OpMHUPOBaHUEM (POPHUKATILHBIX pa3phbl-
BOB, HHTPAPCHATIBHBIX CKOIUICHUI MOYH U Pa3BUTHEM OCTpOIi IT0-
yeyHoi HegocrarogrocT (OITH), T.e. BO3HUKHOBEHHEM TPSMOM
YIpO3bl XKU3HU TALMEHTa.

IpaBuibHas OIIEHKA Ty4eBOH KapTHHBI B TAKHX CIIyJasx Tpe-
OyeT He MPOCTO TEXHHIECKU KOPPEKTHOTO BEIMOJTHEHHS UCCIEH0-
BaHUS, HO ¥ TBOPYECKOH OLICHKH PEe3YyJILTaTOB JIy4eBOIO HCCIIe-
JIOBaHUS, HACHTU(DHUKALMH HE TOJIBKO MATOJIOTHUECKUX CTPYKTYD,
HO ¥ HOPMAJIBHBIX OPraHOB, ITOCKOJNBKY PEANbHOE IMOJOKESHHUE
BeIleH MOXKET MHOTJa OKA3aThCsl COBCEM HE TaKUM, KaKUM Ipe.-
CTaBILUIOCH Ha IIEPBBII B3N,

Bo Bropom HaOmroneHHH TpoOieMa MOCTAaHOBKH JHArHO3a
OblIa CIIO)KHA C TEXHUYECKOW CTOPOHBI, NMOCKOJBKY OOHapyxe-
HHE HEOONBIINX OOBEMHBEIX 00pa30BaHWI B ITONOCTH MAJOTO Ta-
3a — JIEJIO alpUOPH CIIOKHOE, OCOOSHHO Y MIIaJIeHIIa B YCIOBHSIX
KHUIIEYHOH HEeMpOoXoauMOCTH. be3ycoBHO, ChIrpano poib OTCYT-
CTBHE HACTOPOXXEHHOCTH B IUIAHE NOWCKa OOBEMHBIX 00pa3oBa-
HUI B MAJIOM Ta3y: y peOeHKa My»CKOTO T0Ja Takas IaTOJIOTHs He
npearoaraiack. KpOMC TOro, AWJIATUPOBAHHBIC KUIIICYHBIC ITETIIN
yCyryOIIsIM CIIOKHOCTh BU3yanu3auuu. B nannom ciyyae Hu Y31
B OOJNBHUIIAX, T7e JieKall peOeHOK paHee, HU Y3U no nexypcTBy
IIPY IOCTYIUICHUH HE BBISIBUIIN ITAaHHOTO 00pa3oBaHMsl. AHAJIOTHY-
Hasl CHUTyallusl HMeJla MECTO M B YETBEPTOM M3 IIPE/CTaBICHHEIX
HaOMoneHni: HeOoJbIIoe MO0 pa3Mepy 0Opa30BaHUE B TOJIOCTH
MaJioro Tasa He ObUIO WeHTU(HIIMpoBaHO paHee. CHOBa HEOOXO-
JIIMO TOTYEPKHYTh BAXKHOCTH ITOJUITO3UIOHHOTO CKAHUPOBAHUS
C WCIIOJNG30BAaHUEM HECTAHIAPTHBHIX TPAHCIIEPUHEANBHBIX U I0p-
CaJIbHBIX MapaBepTeOPaNbHBIX CKAHOB.

KoHeuHO, OCHOBHOW NPHYMHOH CIIOKHOCTEH IMarHOCTHKH
SIBIJIACh PENKOCTH MAaTONOTHH. M3 JTaHHBIX JUTEpaTyphl Clemy-
€T, YTO BCC TPHU OCHOBHBIX KOMIIOHEHTAa CUHAPOMa MOT'YT UMETh
pa3IMyHoe MOP(OIOruYecKoe U JydeBOe IPENCTaBUTENILCTBO
B Ka)XJIOM KOHKPETHOM ciiydae. Tak, cpenyd aHOMalil KpecTia
OIMCAHBI Pa3INYHbIC BAPUAHTHI OT ar€HE3UH KPECTILa ¢ ero Moj-
HBIM OTCYTCTBHEM JI0 HE3HAYUTENBHBIX Aeopmaruii. AHOpeK-
TaJbHBIE Malb(popMauy npu cuHapoMe KyppapuHo Taroke pas-
JMYAIOTCA: Yallle BCETO HaOJIIONAIOTCsl aHOPEKTAIbHBIC CTEHO3BI

Pa3THMYHOM CTENeHH BBIPQKEHHOCTH M POTSHKEHHOCTH, peXe —
9KTOMUS aHyCa, PEKTOMPOMEXKHOCTHbBIE CBUIIH, aTPe3nsi aHAILHO-
ro orBepcTHs. [IpecakpanbHble MacChl TaK)Xe MOTYT OBITh Ipes-
CTaBIICHBl Pa3IMYHBIMU BapUaHTAMH, Yallle BCETO 3TO IepeaHee
cakpajbpHOoe MeHuHrorene (10 40% Bcex cirydaeB) ¢ COXpaHEHUEM
TSDKA OT CIIMHHO-MO3TOBOT0 KaHaja (3T0 00CTOSATENbCTBO SABISETCS
MOP(OIOTHIECKOH OCHOBOH pa3BUTHS MEHHUHTUTA U apaXHOUAUTA
y manueHToB ¢ cunapomoM Kyppapuno) [2, 6, 8, 12—14]. Tak-
K€ 4acTO BCTPEYAIOTCS TEPATOMBbI (IIPEUMYIIIECTBEHHO 3pelibie, 10
65% Bcex cilydaeB) W SMUIEPMOUTHBIE KUCTH [6]. [IpumepHO B
7% ciyuaes (22 nabmonenus k 2013 1.) UMeeT MeCTo coueTaHHue
MepeTHEr0 MEHUHIOLIENE W SIUAECPMOUIHON KHUCTHL. TepaToMsl
KpaiHe peliko MOTryT 0370KadecTBIAThCS (K 2013 . ObLI0 onrcaHo
BCEro 6 TaKHX CIIy4aeB y AeTel U 4 y B3pOCIbIX ), SMTUICPMOHTHBIC
KHCTBI TAKXKe B KA3YUCTUUECKH PEJIKUX CIIy4asX MOTYT BOCHAJISATh-
s 1 HarHamBarthbcsl. CUMTAeTCsI, 9TO PHCK 03JI0KaueCTBICHHUS Tepa-
TOM MOSIBIISIETCS Yy MAI[MEHTOB crapiue 1 roxa [2, 6, 14].
Knuanyeckas kapTuHa cHHApOMa BecbMa MOJIMMOp(QHA,
MaHu(ecTanusi KIMHAYECKUX MPOSBICHHH B MONABISIONIEM
OOJNBUIMHCTBE CIy4YaeB 3aBHCUT OT CTENEHHU BBIPAXKEHHOCTH
aHAJILHOTO CTEHO3a: MPH 3HAYUTEIBHOM CTEHO3€ (apTepuu aHy-
ca) KIMHUYeCKas: KapTHHA HU3KOW KUIIEYHOW HEMpPOXOAUMOCTH
MOXET Pa3BUTHCS yKE B IEPUOJIC HOBOPOXKACHHOCTH, TP 00CIIe-
JIOBaHUM MIIaJieHIa Oy/leT BO3MOXKHO ITIOCTaBUTh JTUArHO3 yXe B
nepBele qaU Xu3HEU [8—11]. [Ipm HEBBIpakeHHOM CTEHO3€ Ia-
LUEHT MOXKET MHOTHE T'OJIbI )KHUTh 0€3 BBIPAXKEHHBIX Kaji00 1100
MOJy4aTh CHMITOMAaTHYECKOE JICYEHHE 110 TIOBOJY XPOHHUYECKUX
3aIl0pOB, OIHAKO JMAarHOCTHKA CHHAPOMA 0e3 CIIeIHaIBbHOTO JTy-
4eBOro 00CieI0BaHUs B TAKKUX CIydasx HEeBO3MOxHa [7, 15, 16].
VIMeHHO XpOHHYECKHEe 3alopbl CUHUTAIOTCS Haubonee 4YacThIM
KJIMHUYECKUM TposiBIIieHneM cuHapoMa Kyppapuno. MHoraa ma-
OUCHTHI JICYATCs B TCUHCHUE MHOI'UX JIET O ITIOCTAHOBKHU TOYHOTI'O
nuarHo3sa [3, 14]. Cauraercs, uro npuMepHo B 80% cirydaeB aua-
rHo3 cuHapoMa Kyppapuro craButcs netsm no 10-ieTHero Bo3-
pacta[l,4,17,18]. Cny4yan nepBUYHON JUArHOCTUKHU ATOTO CHUH-
JIpoMa y B3pCOCIIBIX aMeHTOB peaxu [3, 15]. OnHako n3BeCTHBI
Cily4yad, KOTZa JUarHo3 BIIEPBBIE CTaBWICS Y€ BO B3pPOCIOM
Bo3pacTe Ha (oHe BHE3amHOM MaHudecTanuyu MeHuHruTa [13].
ManugecTanuus KIMHUYECKUX MPOSBICHUN (M JUarHOCTHKA CHH-
JpoMa) TaKkKe OTMEYaeTcsl P HarHOGHUH pecaKkpabHON Mac-
CBI, HO 3TO ObIBaeT kpaiiHe peako [2]. Cpean Ipyrux KIMHHYE-
CKHX CUMIITOMOB U3BECTHBI HEJIEpXKaHUE KaJla, CTEHO3bI YPETpbI,
HeJep)kaHue MOYH WM APYTUE BapHaHTBl PACCTPOHCTBA MOYCH-
CIIyCKaHMs, KpaliHe peIko — HapyLICHUs] HHHEPBAllUU HUXKHUX
KOHEYHOCTEH, HHOT/IAa TOSBISIOTCS OO B NOSCHUYHO-KPECTIIO-
BOit obOmactu [2, 3, 14, 16, 18]. Cpean BapuaHTOB pacCTpONCTBA
MOYEHCITYCKaHUs NASHTU(HUIUPOBAHbI THIIEPAKTHBHOCTD JETPY-
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Puc. 9. Knuunueckuii npumep 4.

@ — 32 MOYEBBIM ITy3bIpEM (JIBOIHAs Oerasi CTPEKa) ONpeesieTes] KUCTA (IBOMHBIC YEPHBIE CTPEIIKHU), TEJIO MATKH Y/IBOCHO (O€JIbIE CTPEIIKH); 6 — KpPEeCTel U
KOITYHK PE3KO CTPYKTYPHO U3MEHEHBI (B KPYTe), TBOMHBIMH CTPEJIKAMH OIpaHHYEHa IIpecaKkpaibHasi KHCTa; 6 — IIPOROILHOE MapacakpalbHOE CKaHUPOBAHHE:

JIBOMHBIMH YCPHBIMH CTPEIIKAMHU MOKA3aHbI ()PArMEHTHI IPECAKPAIBHOM KUCTBI.

30pa, COUHKTEPHO-ICTPY30pHAsi JAUCCHHEPTHsI, Malblii 00beM
MOYEBOTO ITy3bIps, INI0X0€ OIIOPOXKHEHUE, BHICOKOE MUKI[IOHHOE
nasienwne [18].

[MpumeuarenbHO, YTO M3 COOCTBEHHBIX 4 HaONIOACHUI 2
(50%) mposiBUNINCH EKOMIEHCUPOBaHHON oOcTpykuueir MBII,
YTO MPEBBIIAECT CPETHIOI0 YaCTOTY TAKHX OCIOKHEHUH, TI0 JAaH-
HbIM JuTepatypbl. CiydaeB pa3sutus OITH Ha poHe nexommeH-
canuu obcrpykuun MBII ¢ BO3HMKHOBEHHEM (OPHHUKAIBHBIX
Pa3pBIBOB M MHTPApEHAJIBHBIX CKOIUIEHHH MOYH Y MJIAJICHIIEB C
cunpomoM KyppapuHo B tuteparype He HalZIeHO, a COOCTBEHHO
sxorpaduiyeckoe NpeICTaBUTENLCTBO BAPUAHTOB JEKOMIIEHCUPO-
BaHHO# o0cTpykimu MBII y MitajieHIleB U3BECTHO ILJIOXO U HE
uaentuduuupyercs npu Y3U [19].

B enuHWuHBIX CiydasX OINMCAHBl AaCCOLMAlM{ CHHIPOMA
KyppapuHO ¢ aHOMaJHsIMU CTPOCHHS BHYTPEHHHX T'€HHTAIHH Y
KEHIIVH, OOBIYHO UMEET MECTO JBYpOras MaTKa, TaKkKe ONMHMCaHBI
SMUJEPMOUHBIC OIYXONHU SIMYHUKOB [12]. B cBOMX HaOIrOAEHUAX
B OJIHOM cliy4ae (4-¢ HalOironeHue) Obliia OOHapyKeHa aHOMAITHSI
CTpOeHUsI MaTKu. VImMeeTcst enMHUYHOE HAOMIONEHHE COYeTaHMs
cunapoma Kyppapuno ¢ manbporauuei Toncroi xumku [20].
KpaitHe penkuM, HO W3BECTHBIM BapHAHTOM SIBJISIETCS AcCOLHA-
ust cunaapoma Kyppapuso ¢ 6one3nbto [upiinpyHra; cuuraercs,
4TO 3TU 3a00JIEBaHUS UMEIOT €IUHBIE SMOPUOIIOINUECKHUE KOPHU.
K 2013 1. onucano Bcero 10 cimydaeB Takoro couetanwus [10, 16].
W3BecTHO nake eMHUYHOE HAOMoIeHNe (MaTh | 104b) CEMEHHOM
¢dopmbl Takoi acconmanuu [10]. Cemelinble ¢opMmbl cuHIpOMa
KyppaprHO MOCTOSIHHO NMPUBIEKAIOT K ceOe BHIMAaHHE MCCIE0-
BaTeJIel, MOCKOJIBKY CUMTAETCSI, YTO TAKOBBIMH SIBISIIOTCSI OT 10
1o 20% Bcex cityudaeB 3aboneBanust. [Ipenmnonaraercst ayToCOMHO-
JIOMAHAHTHBIA THT HacienoBanus (8, 10, 12, 21]. I'enerndaeckuit
aHaJM3 BIBIISIET MyTaluio reHa HLXBY (pexe OmmucaHo moBpek-
Jienue rena MNXT), KoTopast 4acTO MPOCIIEKUBAETCS HE TOJIBKO Y
OOJNBHBIX WIEHOB CEMBH, HO M y 37I0POBBIX KPOBHBIX POJICTBEHHH-
koB. B mpezenax ofHOM ceMbH CTENEHb KIMHUYECKOH U MOpQoO-
JIOTHYECKOHN BBIPAXKEHHOCTH CHHIIPOMAa MOXKET OBITh Pa3IM4YHOM,
OIHO3HAYHOM CBSI3U MEXTY TEHOTHIIOM U (DEHOTUIIOM HE BBISIBIIE-
HO [5,7, 11, 12, 21, 22]. Ha 60/b110M KOJIMYECTBE MAIUCHTOB I10-
Ka3aHO, YTO FeHHbIe MyTalluy NPeo0IafatoT B CEMEHHBIX CIIydasx
cunapoma Kyppapuno (14/15), ciiydan reHHbIX MyTalHi Py CIo-
pamuuecKux Ciydasx CHHApoma oueHb peaku (1/14) [7].

DusnKanbHOE 00CIEe0BaHUE NAIIUEHTOB I103BOJISAET BBISIBUTD
TONBKO | crieruUuecKuii CHMIITOM — TPECaKpaIbHYI0 Maccy,
KOTOpasi OmpenemsieTcs MpU MajbLEeBOM PEKTaJILHOM HCCIENo-
BaHUU NpuMepHo y 80% nanuenTos [2, 6]. pyrue npossieHus
CHHJIPOMA BO3MOYKHBI TOJIBKO IIPH HCIIOJIb30BAaHUH METOIOB JTyde-
BOH TMAarHOCTHUKH, JUISl YETO NPHMEHSETCS BECh apCceHal JIy4eBBIX
MmetozioB: Y3U, perrrenonorudeckoe uccnenoanue, KT, MPT. B
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MIOCNIeTHNE TOABI MPEANOYTEHHE, 0 BCeH BUAMMOCTH, OTAAETCS
MPT, ocobeHHO B eTckoii npakTuke [2, 5, 15—17].

PapnkansHOoe nedeHne cuHApoMa KyppapwHO cBOmuTcs B
OCHOBHOM K YHAJIEHHIO NPECAKPaIbHON MAacchl (Yalle HCIOb-
3yeTcsl IpecakpallbHbIH JOCTYII) ¢ €€ HOCIEAYIOUINUM 00s3aTelb-
HbIM MopdororndeckuM uccienopanuem [11, 16, 18]. B 60ib-
IIMHCTBE CIy4aeB KIMHUYECKOE NMPEACTaBUTEIBCTBO CHHAPOMA
MOCJIE ATOTO UCYE3aeT, HAPYIICHUS] MOYCHCITYCKaHHUS yMEHbIIa-
IOTCSI HUIM UCYE3aI0T, TIPH 9TOM, KPOME YHCTO (PyHKIHOHAIBHBIX
HapyIIeHHUH, HCUYe3aI0T ¥ PEIUANBUPYIOIIUE SMTH301bI HHPEKIIUH
MBII, u nmy3bIpHO-MOUETOYHUKOBLIN peduttoke [16, 18]. B pen-
KHX CIydYasX CTEHO3 aHaJbHOTO OTBEPCTHS TPeOyeT caMoCTOs-
TENBHOTO XUPYprudeckoro jedeHus. CaMoCTOSTENbHBIX Onepa-
TUBHBIX BMEIIATEIbCTB, OE€3yCIOBHO, TPEOYIOT Cly4au aTpe3uu
W/WITH OKTOITMHM aHAJBHOTO OTBEPCTHSI U COYETAHHBIX MOPOKOB
passurus [10, 11, 16].

BriBoaBI

1. Cunnpom KyppapuHo y MiaJeHIEB BCTpeyaeTcsl KpaiHe
PEAKO M IIEPBUYHO MOXKET OBITh AUATHOCTHPOBaH pu Y 3.

2. Haubosee MOCTOSHHBIM HPOSIBICHUEM 3TOTO CHHIPOMA
ABJISETCA HalIM4ue MpecakpalbHOM Macchl, 3xorpaduyeckas
g depeHIpoBKa KOTOPOIT y MIaACHIICB BO3MOXHA U IPH OMO-
POXXHEHHOM MOYEBOM ITy3BIpE.

3. Ilpu BeimonHenuu Y3U MiafeHIly ¢ Nogo3peHueM Ha Ha-
an4ue 00BEMHOTO 00Pa30BaHMUS B IIOJIOCTH MAJIOTO Ta3a He00Xo-
JUMO BBITOJIHATH HOJIHUIO3ULIMOHHOE CKAHUPOBAHUE C UCIIOIb30-
BaHWEM TPAHCIICPUHCAIBHBIX U ITapacakpaJlbHbIX JOCTYIIOB.

4. Tlpu sxorpaduaeckoil BU3yaTn3aliy )KUIKOCTHEIX BKIIIO-
YEHUH B )KMBOTE y MJIaJIcHIIa HEOOXoanMa deTkas TudpepeHiu-
POBKa Bcex ONU3JIEKAIUX OPraHOB M MX JOCTOBEPHAs UICHTHU-
(buxanus.

5. Tpu 3xorpaduueckoM OOHApY:KeHHH OOpa3oOBaHUS B IO-
JIOCTH MaJIOTO Ta3a y MJIaJeHIa ClleyeT IPULEIbHO UCKaTh 9XO0-
IpU3HAKH HapyireHni maccaxa no XXKT u odctpykmun MBI

6. Kimuamaeckn cuaapom KyppapwHo y MiageHIeB OTHOCH-
TEJIBHO YacTo nposBisercs ooctpykuueir MBII, xots cobcTBeH-
HBIX HAaOJIONECHUH HEZOCTaTOYHO JUIS CTAaTUCTHYECKH JJOCTOBEp-
HBIX BBIBOZIOB.

7. KT u MPT y mianenues ¢ nogo3peHueM Ha cuaapom Kyp-
PapHHO UMEIOT Beyllee 3HaUCHUE Ul OIpeeICHUs IaTOIO0TUH
CTPOEHHUS KPECTIIOBO-KOITYMKOBOTO OT/IEIa I03BOHOYHHKA.
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VHBaruHanus KUeyHUKa sBJISIeTCSl cCaMOM YacTOM MpUYUMHOM
HerpoxoxuMocth y neret (1,5 — 4% na 1000 nereit), kotopas
MOXXET BCTPEYaThCsl B Pa3HOM BO3pAacTe M COUETAThCs C APYTHMU

3aboneBanusamMu [1, 2]. Ilepoe ynomMuHaHue o KMIIEYHOW MHBA-
TMHAIMM HAayMHAeTCsl C ONMCAaHWH TojulaHAcKoro xupypra Paul
Barbette B 1674 1. [3].9THOnarorene3 JaHHOTO 3a00JICBAHMS ITO-
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K cmamwe E.B. Onvxoeou u coasm.

Puc. 7. Knuanueckuit npumep 3, neBas IOUKa.

a — MHO)KECTBEHHBIE HHTPapeHAIbHbIE CKOTUICHUSI MOYH (CTPEIIKH); 6 — MHTPAPEHATIBbHBIN COCYIUCTBIN PUCYHOK COXPAHEH; 6 — Ia-
paMeTpbl KpOBOTOKA HA MarkCTPaIbHOM ITOYEYHOH apTepUU COXPAHEHBI B IPE/IEIax HOPMBI.

K cmamve I'H. Pymanyesou u coagm.

Puc. 1. PeBu3us kumeynnka.
I — unBarunar; Il — y9acTok HEKpo3a IMOAB3AOIIHON KUIIKH.

Puc. 2. PezenpoBaHHbIil y4acToK.
I — kumka, yyactBylomias B uHBaruHare; II — ydJacTok HeKpo3a MOJB3IOIHOM
KHWIIIKH.

Puc. 3. 'anrpena cTeHKH KUIIKY C YACTUYHO COXPAHUBIIUMUCS KIIET-
KaMH, FeMOpparuyecKoe MponuThIBaHUE.

Puc. 4. Pacupenue u TpoM003 BEH, OTEK U IOJTHOKPOBUE OPbIKEHKY.

Puc. 5. I'panuna Mexay cOXpaHHUBIIEHCS YacThIO KHUIIEYHHMKA M
YYaCTKOM T'aHI'PEHBI KHIIKH.
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