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Tpuxobesoap — peakoe 3aboseBaHne, NP KOTOPOM MPOr0YEHHbIE BONOCHI CKarnvBaloTCs B Xenyake, obpasys
BOJIOCSAHOWM Wap. CuHapom PanyHuenb — ciyyai, Korga CKONmMBLUMECS BOSIOCHI UMEIOT BU, XBOCTA, AOCTUralOLLIMIA TOHKOM
KULLIKM (MOTYT [IOXOAUTb A0 NMonepeYyHo-060404HOM KMLKK). B nutepatype npyBeaeHb! ONncaHns BCero 24 Takux Cy4vaes.

Cunapom Panynuens (Rapunzel syndrome) — Bapuaut
TpUxoGe3oapa xeJyaKa, KOraa XBoCT 6e30apa CrycKaer-
Csl B TOLLYIO KMLIKY HA Pa3JHUYHble PACCTOSIHUS.

JlaHHbl# cHHIpOM Obla BriepBble onucad Vaughan E.D.J.
¢ kosteramu B 1968 rozy, Kak npojaosKeHHe »Kesaya04HO-
ro Tpuxo6esoapa B TOHKYIO KHLIKY B (popMe AJHHHOTO
xBocta [1]. Haspanue naHo no MMeHH repOMHH HEMELKOM
cka3ku OpateeB ['pumm. [Ipunuecca PanyHuens onycka-
Jla CBOM IJIMHHBIE 30J10Thle BOJIOCH! ¢ OaLLIHHU, I/l OHa Obl1a
3aToueHa, YTO MO3BOJMIIO €€ BO3/I00JeHHOMY MPHHLY
B300paThCsi B OKHO U €€ CIAacTH.

Cunppom PanyHuenb BcTpeyaetcs peaxo. B o630opHou
cratbe G.B. Dalshaug ¢ xonneramu B 1999 rony coobuia-
etcso 11 cayuasx [2]. B 6onee nopom uccenosanmu 2007
roja 06HapyKeHO TOMbKO 24 my6/IMKaLKK [0 JaHHOH MPo-
oneme [3].

B HeKOTOpBIX ciy4asix Tpuxo6e3oap MoxKeT MPOAOJIKATh-
Cs1 10 TIoTepeYHoH 060104HOH KUIIKK. BeTpevyaercs npe-
MUMYLIECTBEHHO Yy JIML )KEHCKOro MoJia, B MO3IHeM JeTc-
KOM H MOJAPOCTKOBOM BO3pacTe.

[Tpusodum cobcmeenroe Habarodenue.

JleBouKa 8 JIeT MOCTYNM/Ia B XHPYPruyeckoe oTAe/1eHHe
Bute6cko# 1eTCKOM 001aCTHOH KJIMHHYECKOW OOJIbHHU-
bl C 2KaJo00aMH Ha OTPBDKKY, OOJH B KHBOTE, OTCYT-
CTBHE amnmneTuTa, TowHoty. [To cjioBam Marepu, B Teye-
HHe psiia JieT BbipbiBasa y cebsl BOJIOCHI, JKeBaja UX
nporsateiBasa. TakKe BbIpbIBajsa BOJOCHl H3 KYKOJ,
BOPC M3 KOBPA, LiIepcTh co6aku. Matb He rnpuaaBasa 10J1-
)KHOTO 3Ha4YeHHUs! ITOW MPUBbIYKE, TAK KaK OHa Had/Io0-
Jajia OTXOXKIEeHHE BOJIOC C KaJOM.

[Ipu ocMOTpe y eBOYKH OTMeYalHuCh OJeIHbIe KOXKHbIe
TOKPOBBbI, MOHWKEHHOE MMUTaHKHe. B snuracTpuu naJbiu-
pOBaJIOCh IJIOTHOE, MOBHKHOE 00pa3oBaHHe. Y UM TbIBas
aHaMHe3 peOeHKY OblJl BBICTABJIEH MPe/IBAPHUTEIbHBIH JIH-
arHo3: 6e3oap xeayaka. B obuiem aHannse KpoBH OTMe-

ya/I0Cch CHHXKeHue reMorsioouna 1o 103 r/autp. Ipyrue
J1ab0paTopHble UCC/IEIOBAHUS — B Mpejiesiax HOPMbI.

Ipoussenena szodaroractpoayoneHockonus (GIF-CV-
70, Olympus): nuuieBoa He uameHeH. Kapaus cMbika-
ercsi. [Ipu BXoje B XKeJyI0K BH3yalH3HPOBAJICS BOJIO-
caHoi wap (puc. 1). [Tpocsert Tesia xeJyaKa BbIMONHEH
BOJIOCSIHBIM 00pa30BaHHeM, KOTOPOe [POJI0JIKAETCS B
antpanbHbli otaeda (puc. 2). Caunsucras 060/104Ka xe-
JIyJIKa He IPOCMaTPUBAETCst, TaK Kak 6e30ap MouTH M0J-
HOCTBIO 3anosiHsieT npocset. [lasee 6e30ap nioTHoO GUK-
CHpOBaH B npuBpaTHKKe (puc. 3), yepes KOTOpbIH ¢ TPy-
JIOM TMPOBeJIeH 3HA0CKOM. B npocsere aBenaauarunep-
CTHOM KHILKH 6e30ap TOHbIIE, Ha OKPYKAIOUIEH CJH3H-
CTOH 000JI0YKH «I0JIHbIe» 3po3uu (puc. 4). asnee Ge-
30ap NPOI0JKAETCS B TOLLYIO KHILIKY (pHc. 5).

3akatouerue: Tpuxode30ap KesyaKa i TOHKOH KHILKH —
«Cunznpom PanyHuesnb».

[Tpou3sBeseHa s1anapoToOMus, racCTPOTOMHS. Y 1a/le HHbIH
Gesoap B Buie caenka xeayaka (puc. 6). [To KoHcHe-
TEHLIMHU U BHELLIHeMY BH/1y HATOMHHAJ MJIOTHBIH BOHJIOK,
00J1a/1a/l THUJIOCTHBIM 3aMaxoMm, JJIMHA ero XBocTa co-
crasusia okosio 50 cm (puc. 7).

Besoapbl — 3T0 CKomJieHHe HeHernepeBapeHHbIX YacTHIL
MULLKA B 2KeJyJKe B BHJIE MJIOTHOrO KOHrJjomepara. Tpu-
x06e30apbl — BKJ1 6€30apOB COCTOSILLIMX UX BOJIOC, BOJIOCSIHBIX
snemeHToB. Briepsble onucan B 1779 rony W.W. Baudamant
[4]. C10BO MPOMCXOAMT M3 COUETAHHSI TPEUECKOr0 «TpPH-
X0-», 03HAUAIOLLET0 BOJIOCHI U apabCKOro HIlH MepCHICKO-
ro «6e3oap», ozHauatoutero antuaor [5]. B XII sexe urny-
Cbl IPUMEHSIJIK 6e30apbl XKHBOTHBIX SKOObI U1 «OMOJIO-
YKEHHS CTapbIX JII0JIeH, HeUTpau3alluKu sij1a 3MeH U JIpy-
FUX OTPaBJIEHHH, JIeUEHHS FOJIOBOKPYKEHHS1, IMUJIENICHH,
MeJIaHXOJIUH W JlazKe YyMbl».

B 6oblnHCTBE cJydaen 'I‘[)HX()6C3()8|)I;I BCTpe4aTcs y
MOJIOAbIX 2K€HIIHWH H IEBOYEK, MMOJABEPAKEHHbIX T])HX()(!)HI‘HH.
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Puc. 4. Tpuxobes3oap B AseHaaguaTnep-

CTHOW KULLKe B TOLLYIO KMLLIKY.

Puc. 2. AHTpanbHbIN OTAEN Xenyaka
BbINONHEHBIN PrUX0BE30apOM.

Puc. 5. Tpuxobesoap cnyckaeTcs

Puc. 3. Tpuxobesoap npogonxaeTtcs
B NPMBPATHWK

Puc. 6. Yactb Tprxobe30apa 13BneyeHa
13 N1anapOTOMHOM PaHbl.

nC. 7. YaaneHHoin Tpuxobesoap

[TalneHTb 0OBIYHO BbIPLIBAIOT BOJIOCH! (TPUXOTHIOMAHHS)
n ux nporaateiBaioT (tpuxodarusi). Jlioboe noposperune
Ha Bbllle OMHCAHHbIE CUMIITOMBI, OCOOEHHO Yy YMCTBEHHO
OTCTaJIbIX HJIH MICHXHUYECKH OOJIbHBIX MALMEeHTOB, 10/XKHO
HACTOPOXKHTL Bpada 0 BO3MOXKHOCTH Pa3BHUTHS TPHUX0Ge-
30apa.

[TpuunHbI, 110 KOTOPBIM BOJIOCHI CKAMJIUBAIOTCS B XKeJy/l-
Ke, 10 KoHua He u3BecTHol. M. Debakey u A. Oschner
110J1araloT, YTO MepBOHAYaJbHO BOJIOCH YIIEMJISIOTCS B
KeyIouHbIX CKaakax [6], a mo npuunne Henepesapupa-
€MOCTH, 9/1aCTHUHOCTH H «CKOJIb3KOCTH» OHH CKallJIHBa-
l0TCst M cOMBAIOTCS B BOJIOCSIHYIO Maccy B popMe »Kesly/i-
Ka. BuyTrpennee npoctpaHcTBO B 6e30ape 3anoJiHAETCs
Pa3JIHYHBIM MHILEBLIM MaTepHaloM. 3a HECKOJIBKO JIeT OH
JIOCTHTaeT GOJMbIIMX PasMepoB, YTO MOXKeT ObITb MPHUM-
HOM HapYLIEHUS XKeJyI04HO-KHILIEeYHOH POXOIUMOCTH H
H3bA3BJCHHS JKeayaKa, KoTopoe oTMedaetcs y 25% na-
uneHToB | 7).

Oo6pasoBanue Tprxo0e30apoB CONPOBOXKAALTCS OONAMU
B KMBOTE, TOLIHOTOH, PBOTOH, paHHEH HACHILLAEMOCTbIO.
noTepen Beca, KesayaouHbIMH KPOBOTEUEHHSIMH, KHLLIeY-
HOM HeNpoXoAUMOCTbIO, nepdopalient, HHBaruHaluek
TOHKOH KHLIKH [6]. «XBoCT» Gesoapa, Haxoasuwmiics B

KHIIEeYHHKe, CTUHMYJIMPpYET MNepUCTa/JibTHYEeCKHEe JIBHKe-
HHUS, TTPUBOJSILIIME K I\'().'IHI\'()[I(),’[()(’)H(H‘I 60JIH B XKHBOTE.

BounblinHeTBO catyyaeB Tpuxo6e30apoB AHarHOCTHPYETCs
MO3/IHO, YTO BbI3BAHO MAJIOH HACTOPOIKEHHOCTHIO Bpayen,
MeJIEHHBIM ero (hoOpMUpPOBAHHEM W 1103/1HeH obpaliaemo-
cTbio. M3 131 cobpanHbix ciyyaeB Tpuxo6e30apos, naJb-
nupyemas onyxoJib Obiia npejacrasnena s 87,7 %, 604b B
xusote y 70,2%, TowHoTa u ppora y 64,9%, cnabocthb M
norepsi Beca y 38,1 %, 3anop nau auapes y 32% w psota
kposbio y 6,1 % [13].

Kak ormeueno B kiaccuueckoi cepun M. Debakey w
A. Oschner 6], Bkaiouaiouieit 303 cayuast Tpuxobesoapa,
OIMyX0Jib B BEPXHEH 4aCTH XKHUBOTA — Haubosee 4acThil
npu3Hak. Kak u B Haem ciyyae, ornyxosieBasi Macca 00bl4-
HO JIErKO BH3YaJIM3HPYeTCH 10 MPHUKHHE OOJIBIIMX pa3me-
poB Ha (hOHE KAXEKTHYHOTo COCTOSIHUS OoabHbIX. [TpH
«cHHpome PanyHueib» B SMUracTpuu najbinupyercs 6es-
GosiesHenHoe, noaBHKHOe oopasosanue [6].

JlnarnocTHueckue MeTO/bl 1O/DKHbBI BKJIOUYATD: 930(aro-
racTpoCKOIHIO, yJbTPa3ByKoBOe HccsesoBatune Gpiotu-
How nostoctu (Y3HW), penrrenorpaduio xenyaka ¢ 6apu-
€BOH B3BECbIO, KOMITbIOTEPHOE TOMOTrpaHIecKoe CKaHH-
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posanuu (KTC) — no oco6bim nokasanusm [6]. [Tpu pen-
TreHOCKOIHUH JKeJlyIKa 0TMeuaeTCs XOPOLLIOo 0OYepYeHHoe
06pa3oBaHHe pa3IMYHOM MJIOTHOCTH C BO3AYLIHBIMH 30-
HaMd BHYTpU. KoHTpacT, MpUHATLIA uepe3 poT, 3amnoJ-
HsieT TOHKO€e TMPOCTPAHCTBO M0 NepH(epruH HHOPOLHOrO
TeJsia. DHIOCKOMUS BhISBJSET BOJIOCSAHOE 00pPa30BaHue a,
€CJIM TPOCJ/IeXKeH MyThb B ABEHAALATHIEPCTHYIO KHIIKY H
najee, TO 3TO F'OBOPUT B M0Jb3y AHarHo3a «CHHAPOMa
PanyHuenb». Benymum nccienoBanyeM cjieayeT CYMTaTh
IHI0CKOTHYECKOe.

MeuJikue Tprx0o6e30apbl MOTYT ObITb U3BJI€YeHbl SHA0CKO-
MHYECKOU (pparMeHTalliell, HHTEHCHBHBIM J1aBaXKoM, (ep-
MEHTHOH Tepanuel WM KOMOMHALMeH TaKMX MeTOLOB.
Tpuxo6e30aprI6ONBIIHX pa3MepPOB LOKHb yAaAAThCA
XUPYPrUyeCKHM MeTOIO0M.

U3 oc/i0XHeHu# «cuHapoMa PanyHuesnb» ciefyeT oTMme-
THTb BEPOATHOCTb HEKPO3a KHILEYHOH CTEeHKH, 0OCTPYK-
LIMOHHYIO XeTYXy, Meraso6/acTHyI0 aHeMHUIO, GeJTKOBO-
NeHUUMTHYIO SHTEPONATHIO, CHHAPOM YKOPOYEHHOTO KH-
LIeYHHK, BHyTpeHHue cBuuM [1].

Xupypru, negyartpbl, 3HIOCKONUCTbI, PEHTTEHOJIOTH MpPH
nuddepeHLHaNbHON THarHOCTHKE XKeTy104YHO-KHILIeUHOH
MaTOJIOTHH Y IeBOYeK ¥ MOJIOABIX >KEHIIMH J0JKHbI 10~
MHHTb O BO3MOXKHOCTH TpHX00e30apa, 0COOEHHO NPH Ha-
JIMYUHU NaIbIIHPYEMOH OMYyXOJIH.
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