PEKOHCTPYKTUBHO-BOCCTAHOBUTEJBHAS ONEPAIIMS JIEBOM
ITOJIOBHUHBI JIMIIA Y PEBEHKA C CHHAPOM ITPOTESA

Cungpowm Ipotes (CII) - peakoe MynbTUCHCTEMHOE 3a00JIEBaHUE CO
3HAYUTEIBHBIM KIMHUYECKUM MOJMMOPPU3MOM, XapaKTEPU3YIOIIEeCss YaCTUYHBIM
TUTaHTU3MOM, MMOPAXKEHUEM KPOBEHOCHBIX U IMM(AaTHUYECKUX cOCy10B. BriepBbie
cuHapoM ObL1 oncan Maiikiiom Kosnom (Michael Cohen Jr) B 1979 roxy. B 1983
roay Hemenkuii neauatp Pynonsd Bugeman (Rudolf Wiedemann) nassan ero
cunapomoM IIporest B yecTh apeBHErpedeckoro d6ora [Ipores-MHuoromnukoro,
MOCKOJIbKY YEThIPE MalIbUUKa, Y KOTOPBIX ObLI IMATHOCTUPOBAH 3TOT CUHJIPOM
MMEJIH PA3JIMYHbIE CUMIITOMBI U 3HAYUTEIBHO OTINYAIUCH IPYT OT ApyTa.

Cunpowm IlpoTes sBasieTCs JOCTATOYHO peAKUM 3aboneBanueM. Beero
onucano 200 KIMHUYECKUX CIy4dacB.

CylecTBYIOT ABE€ TEOPUHU BOSHUKHOBEHUS 3TOr0 cuHapoma. [1o neprou
TEOPHUH, TPUUMHON BOSHUKHOBEHUS 3a00JI€BaHUS SBIISECTCA MO3AULIM3M
COMAaTHYECKHUX KJIETOK [0 JOMUHAHTHOMY JIETAIbHOMY F'€HOMY, KOTOPbII NTOKa HE
uneHtuumpoBad. OHaKO COOOIIEHUS 00 OTEIbHBIX CIydasX JErKUxX
MPOSIBJIICHUM 3a00JI€BaHUS Y POJAUTENCH MOPAKEHHBIX JIETEH CTABST 3Ty TUIIOTE3Y
o comHeHue. CoraacHoO BTOPOM TEOPUHU, TaK KaK THUIEP- U TUIOILIA3UsS YacTO
BO3HHMKAIOT BMECTE, TO PUUMHON ITOMY MOKET OBITh SMOpPHOHATIbHAS
coMaThyecKasi peKOMOMHAIIMS. ITO MPUBOAUT K 00Pa30BaHUIO TPEX MOJIBHUIOB
KJIETOK — HOPMaJIbHBIX, TUIIEPTPOPUUECKUX U aTPOPUIECCKUX.

XapakTepHbpIMU NpU3HAKaMU cuHApoma lIpores saBistorces:
o KOXHBIE U MOJIKOKHBIE TIOBPEIKICHHUS;
¢ HENPaBUIILHOE PA3BUTUE COCYJOB, JIUTIOMBI (3KUPOBBIE OITYXOJIH),
TUTIEPIIUTMEHTAIUS, HECKOJILKO TUIIOB HEBYCOB;
¢ YACTUYHBIA TUTAHTHU3M C TUIIEPTPOPHUEN KOHEUHOCTEW WU MaJIbLIEB;
e HeOOBLIYHBIN BHEITHUH BUJ TEJIA
e YTOJIIIEHUE CTYIHEH, HATOMUHAIOIIKE Pesibed Mo3ra.

B namewm [{enTpe ObUIO TPOBEACHO XUPYPTUUECKOE BMEIIATEIIHCTBO Y

pebenka 11 net ¢ cunapomom Ipores.

Knunnueckuii ciyyvaii:

HeBouka b., 11 net, noctynuia B HIIL ¢ HanpaBastomum AUarao3om
«reMUTHIEPTPOdHS JICBOM ITOJOBUHBI JIUIIAY.

Anamnes morbi: GonbHa ¢ poXKACHHMS, TTOCIIE POKICHUSA POAUTETH OOPATHIIH
BHUMAaHHE Ha BRIPAKCHHYIO aCHMMETpHIO JIuIa. PaHee nmarmenTka HaOIr01anach B
PJIKDB ¢ KIMHUYECKUM AUArHO30M «mapliyaibHas MaKpOCOMMUS JIEBOW MOJOBUHBI
nuua. [Tannmomaro3s s3eikay. Panee HeogHokpatHo onepuponana: 09.06.2006 r. —
PEKOHCTPYKTUBHO-IIJIACTUYECKAs OTNiepallvs Ha JIMIIe, YAaJIeHUE JTUTIOMBI JICBOU
IIEKH, KO)KHast Tiactuka MmecTHbIMU TkaHsaMu; 08.06.2007 — ynaieHue TUmoMsl
JIEBOM 1IeKu, KoMOMHMpOoBaHHAs iactuka; 30.04.2008 — peKOHCTPYKTUBHO-
MJIacTUyecKasl onepanus Ha nuie. PeBususi, HEeBpoIu3 JTUILIEBOTO HEPBA. Y JajeHue
JIATIOMBI JICBOM IIEKH, MIaCTHKA MECTHBIMU TKaHsAMu. 26.05.2008 — CBY-



runepemus ooaactu eBou meku; 05.02.2009 — peKOHCTPYKTUBHO-TUTACTHYECKAs
omepalys Ha JIMIe, UCCEUCHHE JIMTIOMBI JIEBOU IIEKH, JICBOM BUCOYHOM 00JIACTH.
IN'ocnutanmu3upoBana B I'YB3 «HIIL] crien. mea. moMouu aetsm A3M» nis
J000CIIeIOBAHMS U XUPYPTHUECKOTO JICUSHUS.

CaMO4yBCTBHUE CPEIHEHN TAKECTH, MOJ0KEHUE aKTUBHOE. CO CTOPOHBI
OpPraHoOB M CHCTEM JbIXaHHS, KpPOBOOOpAIICHHM S, ITUIIICBAPEHUS] 1 MOYEBBIICIICHUS
0€3 MaToJ0TUH.

Status localis: mpu BHEeTHEM OCMOTpE OTMEUAETCS BEIPAKCHHAS ACHMMETPUS
JUIIa 3a cYeT nedopMaIiiy U yBEIMUCHUS JICBOU TIOJIOBUHBI JIUIA: TUIEPTPODUS
MATKHX TKaHEW 0€3 YEeTKHUX TPaHUIl JICBOH IMEYHON 00IacTH, cCKaTa HOCa CJIeBa,
BEpXHeH T'yObl U HIDKHEH TyOBI clieBa, TOJ00POI0UHOM 00JIaCTH CIeBa,;
aCMMMETpHS TJIa3HBIX A0JI0K (CIIeBa CMENICHO BBEPX ), JieBasl TJIa3Has Ielb
Cy>X€Ha, YroJ pTa pacTaHyT, Ae(hOpMUPOBaH, ONYIIEH BHU3, HEMOABUKEH, JICBbIE
BEKU CMBIKAIOTCS HE TIOJIHOCTBIO, AJIBIIATOPHO HIXKHUN U BEpXHUU Kpast
TJIa3HUIIBI clieBa 1e(hOPMUPOBAHBI M CMEIICHBI HEMHOTO BBEpPX; OTMEYAETCS
runeptpodus u gAedopmaiivs CKyJIOBOH AyTH ClieBa, TeJla BEpXHEW YEIIOCTH CJIeBa,
HUKHEH YeIIOCTH CIieBa, CMEIIEHUE IIeHTpa MoA00po10uHOoM o01acT BipaBo. Ha
KOX€E BJI0JIb JIMHUH POCTa BOJIOC CJIEBa 3peJiblil pyOel Mpo 0hKaroIfil B
MPEAYIIHYI0 001aCTh U CHU3Y OrMOArOINil MOUKY JIEBOM YITHOW paKOBUHBI,
JTUTMHOM 0K010 11 cM, B TOAUEIIFOCTHOM 00J1aCTH TUHEHHBIN 3peliblii pyoerr
MapaAJJIEITBHO KPat0 HUYKHEHN YEIOCTH CJIEBA JJIMHOMN 9 cM.

OTMeuaeTcsi TUrMEHTUPOBAHHBIC MSITHA TEMHO-KOPUYHEBOTO 11BETA,
BBICTYTIAIOIINE HAJl TOBEPXHOCTHIO KOKU HA NEpeTHEO00KOBOM 00JIaCTH IIEH B
BEpXHEU TPETHU CJIeBa, MHOKECTBEHHBIE HETIPABWIHLHOW ()OPMBI CIIMBHBIE.
OTKpbIBaHUE PTa HE HAPYILIEHO, JBUKEHUE BUCOYHO-HUKHEUETIOCTHBIX CYCTaBOB
B MOJTHOM 00OBbEME.

Puc. 1. Bueninuii Bu1 naiiMeHTKY 10 onepanuu

B nonoctu pra cMenHsblil maronorunueckuit npukyc. Jepopmanms u
YBEIIMYEHUE Pa3MEPOB AIbBEOJISIPHOTO OTPOCTKA BEPXHEU M HUKHEN YETIOCTEN



cieBa. CMeleHue IeHTpa HIKHEN 4emocTH BipaBo. Cnm3uctast 0001049Ka
MOJIOCTH pTa 6e3 ocobeHnHocTel. [1o mepexoHoM CKiTaike CAM3UCTON 000T0UKH
aTbBEOJIIPHOTO OTPOCTKA BEpXHEN YETIOCTH MOCICONepaliOHHbIE 3peyIbie PYOIThI.

Puc. 2. Cnuzucras 06071049Ka MOJIOCTU pTa

[Tpu npoBenenun kommbroTepHoi Tomorpaduu (KT) BeIsiBIeHa acuMMeETpHs
U YBEJIMYEHUE B 00beMe MATKUX TKaHEH JIEBOM MOJOBHUHBI JIMIIA 32 CUET
runeptpoduu xupoBoit kiaetdarku (Puc. 3). Jleast ckynoBas KocTb, O0JIbIIOE
KPBLUIO KJIMHOBUIHON KOCTH, aJIbBEOJIIPHBIA OTPOCTOK BEPXHEMN YEIIFOCTU B3AYyTHI,
C yyacTkamu TU(pPy3HOro CHMKEHHS INIOTHOCTH U HEPABHOMEPHBIM UCTOHYEHUEM
KOPTUKAJbHBIX MIacTHHOK (Puc. 4).

VI Snaghot (16) VI Snapéhot (16)

Puc. 3. KT B akcuanbHOU NpOECKLINU Puc. 4. KT B pexxume 3D



3axmouenue: KT-npu3Haku reMurunepTpodun MITKUX TKaHE! JTIeBOU
IIOJIOBHHBI JIMIIA C B3AYTUEM U JIUIUAHON NIEPECTPOMKON KOCTHBIX CTPYKTYP.

[Tpu nmpoBeneHuu MarHuTHO-pe3oHaHcHO# Tomorpaduu (MPT) BoIsiBIEHO
YBEJIMYEHUE 00bEMa MATKUX TKaHEH JIEBOM MOJIOBUHBI JIUI[A 32 CUET TUIIEPTPOPUU
AKHUPOBOH KJIETYATKH, UHQUIBTPUPYIOIIEH MBIIILBI U OKOJIOYLIHYIO CIFOHHYIO
JKeJe3y CIeBa.

CrneBa onpenensercs B3AyTUE C ICTOHYEHHEM KOPTUKAIBHOM IIACTUHKH
CKYJIOBOM KOCTHU U (h)parMeHTOB OOJIBIIIOTO KPblJia KIMHOBUIHON KOCTH,
AJIbBEOJIIPHOTO OTPOCTKA BEPXHEN YEIIOCTH CIIEBA, AJIbBEOJISIPHON YaCTH U
CYyCTaBHOTO OTPOCTKA HUKHEHN YEIOCTH ciieBa. MP-curnam ot ykazaHHbIX
KOCTHBIX CTPYKTYp OJIM30K K kupoBoM Tkanu (Puc. 5).

Puc. 5. MPT B akcuanbHOI 1 GPOHTAIIBHON TIPOSKITUSIX

3axmouenue: MP-kapTrna remurunepTpo@uu MITKUX TKaHEH JIEBOU
ITOJIOBHUHBI JIMIIA C B3AYTUEM U JIUITAIHON NEPECTPOMKOMN UTICUIIATEPATIbHBIX
KOCTHBIX CTPYKTYD.

Kimmmanaeckuii nuaruo3 «Cungpom Ilpores. ['emuruneprpodust 1eBoit
TTOJIOBUHBI JINIIA».

C 1enpi0 BOCCTaHOBIICHUSI aHATOMO-(DYHKITMOHAIBHBIX U 3CTETUIECKUX
HapyIieHu, peOCHKY ¢ KIIMHUYECKUM TMarHo30M: cuHapom [Ipores.
["emurunepTpodus JIeBO MOJIOBUHBI JIUIIA, TTOKa3aHO XUPYPTHUUECKOE JICUCHHE B
MJIAHOBOM TMOPSIAKE B 00beME: pEKOHCTPYKTUBHO-BOCCTAHOBUTENbHAS ONepalus



JIEBOM MOJIOBUHBI Jmna ¢ TpaHCHOSHHHeﬁ MBI, pACCCUCHUC CIIACK U
ACKOMIIPECCHUA CTBOJIOB HCPBHLBIX CIJICTCHUIM.

13.07.2017 onepauusi: PEKOHCTPYKTUBHO-BOCCTAHOBUTEIIbHAS ONEpAIIUs
JIEBOW TMOJIOBUHBI JIMI[A: TPAHCIO3ULIMS MBIIIL], PACCEUYCHHUE CIIACK U
JIEKOMIIPECCUS CTBOJIOB HEPBHBIX CIIETEHUM, YAAIECHUE N3MEHEHHOW TKaHU
HIeYHON 00JIACTU C UHTPAONIEPAIIMIOHHBIM HEHPOMOHUTOPUHTOM.

Bbpurana Bpaueit: xupypr — npod. 3apuuanckuii B. A., acc. — Monoaiosa
H.A., anectresuomnor - Adonuna H.B.

[IpoBeneHa pa3meTka MpeanoiaraeMoro paspesa rno cxeme YynpuHoii B
POTOBOM U IIEYHON 00JIACTAX B MPOEKIIMK HOCOTYOHOM CKJIAJKH CJIEBA.
[Ton MecTHOM MHDUIBTPAIIMOHHON aHEeCTe3Uel pacTBOpoM ponrBokanHa (.2

% 10M31 mpom3BeNeH pa3pes3 Mo HOCOryOHOM CKIaKke AMHOM 5.5 cm ciesa (Puc.
6).

Puc. 6. Pazmetka paspesa no cxeme Uynpunoid. [Ipoussenen paspes no
HOCOTYOHOM CKJIaJIKE.

Pacceuena koxa, MOAKOAKHO-)KAPOBAs KJIETYATKA, TYIO U OCTPO MPOUIEHO
BITyOb TKaHEH, BHIJICTICHHBIEC MBIIILIBI IEPETSIHYTHI M HICTOHYEHBI. Takxke NpoBeaeH
paspes Mo NepPeXoIHON CKIAIKU CIU3UCTON aJIbBEOJIIPHOTO OTPOCTKA BEPXHEH
YEJIIOCTH CIIEBa, IJIMHON OKOJIO 3 cM. B paHax BuU3yanu3upyeTcs MaTOJIOTHYECKU
W3MEHEHHAS TKaHb C MBIIICYHBIMU, )KUPOBBIMU U (PUOPO3HBIMH BKITIOUCHHSIMH,

MOCJIeTHAS yaajaeHa AByMsi (parMeHTaMH ¢ BEpXHEH TyObl U IIEYHOM o0iactu
(Puc. 7).

gt



Puc. 7. Ynanenue usMeHeHHBIX TKaHEH U3 00JIaCTH HOCOTYOHOM CKIIAJIKU U U3
MIOJIOCTH PTa.

[IpolineHo 1o ayru CKyJIOBOM KOCTH, KOCTHAs TKaHb BU3yaJIbHO U3MEHEHA,
y3ypupoBasa. Jlyra cKyJ0BOW KOCTH CKEJIETUPOBaHA, U3BMEHECHHAS YaCTh yAaJeHA
KOCTHOM J10)KKOM PonbkMaHna. [Ipu npoBeneHnn HHTPAOTIEPALIMOHHON
ANEKTpOMHUOTpaduH JTUIEBOTO HEPBA CKYJIOBas U IIEYHAS BETBU HA CUTHAJ HE
OTBEUAIOT JaXKe MOCIIE BBIICIICHUS ¢ PyOIIOBOM TKAaHH.

[IpoBenaena koppekius yrya pra: TPAaHCIO3UIHS KPYTrOBOM MBIIIIIBI PTa, MBILILIBI
MOTHAMAFOIIICH YTOJI pTa M OOJIBIIION M MaJIOM CKYJIOBBIX MBIIII U (DUKCAITHS UX K
dbacuu C 1eIbI0 CTAaTHYECKOTO TOIBEIIIMBAHUS.

Pana Ha Ko’ke U B TOJIOCTH pTa MOCIOWHO yiuTa (BUKpui 3.0), Ha KoKy

BHYTPHUKOXXHBIN U y3710BOH 1IBHI (11posieH 5.0 u 6.0), Hallo)keHa acenTruueckas
Hakueiika (Puc. 8).

[ S

Puc. 8. ITocnoitHoe ymMBaHue. HAOKEHUE ACENITUUECKON MOSI3KU



Puc. 9. Makponpenapar. Marepuai HarpaBJIeH Ha THCTOJIOTHYECKOE
UCCIIEJOBAHHUE.

TeueHne mocneonepamoHHOTo MEPHO/Ia MpoTeKaa 0e3 OCI0KHEHUH.

['ucronornyeckoe 3akimouenue ot 20.07.2017:

@parMeHThI KOKH C MOJIKOKHO-)KUPOBOM KIJIETUYATKOU B AEPME -
c1aboBBIpaXKeHHAS TUM(POTUCTOLUTApHAS WHOUIBTPALIUSL.

@dparMeHThI CIIM3UCTON 000JIOUKH C MOICKAIIEH KUPOBOU KIETIYATKOM C
ITOBEPXHOCTHOM 3PO3HEN.

®parmenTs! GUOPO3HO-KUPOBOM TKAHM B MpeIeax TUCTOIOTHUECKON
HOPMBI.

@parMeHThl KOCTHOW TKaHU B Mpeeaax TMCTOJOTHYECKONH HOPMBI.

[TanmenTka Beinucana Ha 10 cyTkwu.

Puc. 10. Buemuuii BUg NariieHTKU B J€HD BBIITUCKU



