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= Prof. Michael Gershon, 1998



1940-e roabl — CBeHCOH nybnnkyeT
HabnoaeHns KONOCTOMUM C NOC/eayoWwmM ee

3aKpbITUEM W, HAKOHEL|, NPeanaraeT «CBOH»
onepaumio

1956 r. Onepauua [lloamens
1963 r. OnncaHa onepaunsa Coase



YET «3annaty» M3 rnpaBou
n npn TCA

19¢ V) NpeasiaraeT «3annaty» U3 Neso
No10BMUI TCA

1981 r. nepBble cooblieHns 06 0 AHOMOMEHTHOW
onepauum HU3BEAEHUS

1990-e roabl nepBbie onepauun HU3BeaeHUS C
flanapockonnyeckon abaoMmMHanbHOW YacTblo

1998 r. nepBas onepauns TpaHCaHaIbHOro HM3BEeAEHV
TOJICTOWN KULLIKU
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= ToTanbt aHrnnos (TCA) 7%

s TOTaJIbHbIXA araHrnmo3 KULLeYHuKa



. 2010 r.r.

‘6onesHbio MpLnpyHra (3a

8 a/IbHOCTb Mpu 601e3HK

| pLUT 'HOBOPOXAEeHHbIX 19,2%.

, a rmbenn — SHTEPOKOJINT U

ero o QHUSA

[locne 1991 r. n3 73 HOBOPOXAEHHbIX yMepnn 5
neten — 6,8% (ABoe cpa3y nocne onepaunn
KOSTOCTOMWU, ABOE C TOTasIbHbIM araHriMo30M
B BO3pacTe 2-3 MecC., OAVH M3-3a Mo34HEN
NVUArHOCTUKKN U TSHXKENBIX OCIOXXHEHUN).




AeKoMInpeccnn KmedyHuUuKa

= llo3aHee paaukanbHOe BMellaTeNnbCcTBo (B
Bo3pacte 10-12 mec)

= TpyaHocTtu (0CO6eHHO Yy AeTen C KOJIOCTOMOM), a
nopou n ownbkn B onpeaeneHnmn rpaHuy
pe3eKLM TOJICTOU KULLUKMU



CTU N oLUNBGKN
CTUKMU

PETUINCL C  CYyLlEeCTBEHHbIMMU
UKH, YTO OTYACTN MOXKET bbITb
D6pa3nemM NpMUumH, Bbi3biBaOLLUX B
1I3HU (DYHKLUMOHAJIbHbIE HapylUueHuN
lleYHUKa, C KOTOpPbIMM nNpuUxoauUTCa
aTb 6onesHb NpwnpyHra. ¥ 7 ns 9
naluMeHToB B nocnegyoweMm 6b1 AMarHocTMpoBaH
TOTa/IbHbIM AraHr/iMo3 TOJICTOM WU  CerMeHTa
noAB340LLHOM KULLKMN.

NaTm persM, NOCTYNMBLUMM B Hally KJIMHUKY B
nepsblie AHM >XXW3HU C MNEepPUTOHUTOM Ha ¢oHe
nepcdopaumm cnenomM Kulikyu, 6bln B Apyrux
CTaluMoHapax owuboyHO nocCTaBJiIeH [AMarHos
HEKDOTUYECKOIo SHTEPOKO/INTa, KaK OCHOBHOM
XUPpYPruyecKkou naTtosiorum.




AOKU OANAIMHOCTUKH

'KOTOPbIMM NEYUIUCb OETU B
 MECTy  XWUTenbCTBa, Obln
WAMOMNATUYECKOE  paclUMpeHune
IKN»,  «BPOXAEHHbIN CTEHO3
TEPMUHANBHOIO OTAEeNa NOAB3AOLLHON  KULLKK>»,
«3HTEPOKONUT HESICHOW 3TUNONOrUN>,
«MYKOBUCLINAO03, KNLLIEYHas bopMa».

Bce 7/ nauueHToB A0 MNOCTYNJIeHUs  HEOAHOKPATHO
onepupoBaHbl B ApPYrMx ropoaax, Y 4YaCcTu U3 HUX
CchbOpMMPOBANCA CUHAPOM «KOPOTKOW KULLKW». 2 pebeHka,
NOCTYyMNuBwKe B peaHMMaLUNOHHOE OTAEeNIeHNE B TEPMUHAIbHOM
COCTOSAHUWN, YMepan B bnvxkanwumne yacbl 6e3 onepaumn.




NONOCTb YLUIMBAETCS VI NpOAO0/HKAETCS
Hea(dEKTUBHOE KOHCEPBATMBHOE Sle4eHue

2. CTeHo03 noaB3A0LLHOM (MM TONCTON) KULLKK
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VCKaBLUMECS Y AeTell C
npyHra

03a» MPOM3BOAAT PE3EKLIMIO
Al0T @aHACTOMO3 WK

OAUMOCTb, BHOBb HaK/laablBakoT
=8

= [1pu obHapy>xeHnn nepdopaumm NoaB3A0LLHON UK
TOoNCTON (Cnenomn) KUWku (6e3 Kaknx-nmbo NHbIX
U3MEHEHUN B KULLEYHNKE) BbIBOASAT 30HY
nepdgopaumn B Buae CTOMbI, 3aTeM ... (CM. Bbille)



CyuiecTBYyeT |v_||-|e|-me, 4YTO AN AOCTOBEPHOM
OLleHKW HaJIMYMUSA raHri1meB HY)XHO He MeHee 40
cpe3os (111)



o
No ganglion cells
5 cm-20 cm

I
l«—— Dilated segment et |t NQTTOW SEGMENT ey |

Hypertrophy — sy

Varying length 5cm-18 cm

© Elsevier Inc 2004 Rosai and Ackerman's Surgical Pathology 9¢

IIpenapar yiajJJéeHHOI0 y4acTKa KHIIKH (CrpaBa) U cxema
pacnpeaejieHus TaHIJineB npu 0osie3Hu I vpmnpyHra



| B KIMHUKE BHEAPEHA
9 METOAMKA ANArHOCTUKU U
C 60ne3Hbto [MpLLINPYHra

OCHOBa paHHEWN AMArHOCTUKMK —
NepeBo BC€X HOBOPOXAEHHbIX C
CUMMTOMAaMN HN3KOW KULLEYHOW
HEMNpPOXoANMOCTWN B OTAENEHNE
Y. XUPYPIrumn HOBOPOXKAEHHbIX

P [py PEHTTEHONOrNYECKON KapTUHE
oY HU3KOM KULLEYHOW
HENPOXOAMMOCTH 06a3aTeNIbHO
npoBeaeHne nppurorpapum

[pn OTCYTCTBMM BO BpPEMS onepaLumm
MEXaHNYeCKon npuynHel KH
obsizatenbHa 6uoncusa
TOJICTOW KULIKW U pa3rpy3Ka
KuwieyHumka (T-obp. aHacToMo3
WM ABOMHAs MNEOCTOMUS)










Hua 6onesHm
OBOPOXXAEHHbIX

-

nee 6naronpusaTHbIn/ - B
pTUHE npeobnaparor
LLjMecsa 3anopbl B COMETaHMMU C
B3[lyTUEM XXUBOTa

a cboHe paspewieHuna KH
ANapenHbin CMHAPOM, MHorga ¢
yJlyull€HUEM COCTOAHUA. B KOHeYHOM uTtore
Pa3BUBAETCA SHTEPOKOJIUT.

TpeTtwii BapuaHT [ caMbiii TSHKenblid/ - C nepBbIX
AHEN YXU3HU CUMMNTOMbI 60n1e3Hu MNpLunpyHra
COUYETaIOTCSA C SHTEPOKOJINTOM



ANArHOCTUKM -
dapun

nnd >HOW AUArHOCTUKM C HM3kon KH,
BbI3BaHHOW APYrMMn nNpuynHamm (aTtpesvs u ap.
[1P) n TpebytoLen HeEOTOXKHOW onepaLunu, a
TaK)Xe C CUHAPOMOM CY>XEHHOU NEBOW
NONOBUHbI TOICTON KULLKMW.,






HU TMpLINpYHra MOXeT 6bITh
( Uppurorpadcdum (2 npoekuuu,
JHTPOSIeM 3KpaHa) NuLlb B

MppurorpamMMbl OAHOIO M TOrO YK€ HOBOPOXKAEHHOIO C 601e3HbI0
MpLUNpYyHra B BO3pacTe Tpex AHen n 18 aHewn



€3Hu 'mpunpyHra y
nepsom 3tane (nepseble
JIN) KOHCepBaTUBHOE

-

a;
YHEeHMe AMarHosa)

HOpPM »a no XXKT: BbicOkoe npoMbiBaHUue
TOJICTOM KM ocTpo# ca3e aBaxxabl B AeHb) 1% p-poM
NaCL 150-200 mn/kr (BpauebHas npouepypal!!!)

= npodunakTuka (Mnm neyeHme) sHtepokonurta (2 aHTM6MoOTUKa
+ MeTporun)

= WHPyY3nMOHHaRA Tepanus

B 6051bLUMHCTBE C/lyyaeB yaaeTcs 3a 2-3 Heaesivm NoAroToBUTb
pebeHka K paguKaJbHOW onepauuu



_KosioctoMum npu 6onesHu
)y HOBOPO)XAEHHbIX

S B TeYeHue 2-3 AHeN KuLeyHas
DObIYHO NPU ANIMHHOWU 30HE
HENY TOTa/IbHOM araHr/iMose)

= PeL TOMOB KULLEYHOW HENPOXOAMMOCTMU

= PaHHee pa; ne sHTepokonuta (TpeTnn BapnaHT
TeyeHuns 6onesHn MpinpyHra)

= [lepdopaums TONCTON KULLKM

KonocTtoMmy uenecoobpasHo HaknaabiBaTh Ha
nepexoaHyro (TPaH3UTOPHYIO) 30HY




o

HOE NeyeHme

arenbcTBa (onepauus
onepaumnst CoaBe) BbINMOJIHEHDI
MeC., CaMasl paHHSS onepauuns

Cb HaNOXWUTb KOJIOCTOMY

- "t
15 neremn ne4ynnncb No NOBoAY TOTASIbHOIO araHrIMo3a
(onepauusa Adioamensa-MaptunHa, Adioamensa-bones)




YLECTBA NPOBEAEHMA
IaTe/NbCTBa B paHHEM

| "
bHO MEHbLUAs AMTENbHOCTb onepaumm, YeMm y
pLLero Bo3pacTa

NETEN CTe
= (bonee paHHee oTnageHuWe 3aXXuMma)

= bBonee rnagkoe TedyeHme nocneonepaLnoHHOro nepmoaa



1bTaThbl JIe4eHNS

)KHEHUN HE bb1no (He cunTas
'OPOHbI PaHbl Y 2 60/1bHbIX)

DaLIMK CTYJ1 CTAHOBUJICS
)ANYECKNM

OCTYNUBLUMX B TEPMUHANBHOM
TOTalIbHbIM araHr/IMo30M B BO3pacTe 2 —
3 MecsLeB.

= B oTpaneHHble CpokM nocne onepaumm pasBuTue AeTen
COOTBETCTBYET BO3pacTy. Y 60/bLIMHCTBA UMEETCS MO3bIB Ha
nedekaumto, crtyn 1-3 pasa B AeHb, OAHAKO Hepeako B
Bo3pacTte 3-5 net oTMeyatoTcs npobnemsl (nepuoanyeckoe
KasioMa3aHue 1 T.4.). K WKoAbHOMY BO3pacTy OMopoXXHeHue
KMLLIEeYHNKA CTAHOBUTCS HOPMasibHbIM



Haga Aucnaasvs
008)

‘pPeaKkuMn 1 Hanbonee

TY1 COMETAeTCs C

epdopaumm (nokasaHa

IMUA Unn Bonee Lnpokas

DE3EeKL} . [1noxon nporHos.

s Tunk CUMMTOM — 3anopbl (MHOraa B
COYEeTaHMKN C SHKOMNpPEe30M, aHaNbHbIMU
TpellrHaMun, KpoBbto B CcTyne). Y 80% 60nbHbIX
KOHCepBaTUBHOE fieyeHne apdPeKTUBHO.

Conclusion: Is the IND a real Disease?



A
= [Ipnobpetetr
= «B3pocnbin>»



C/eoBaHmne
2046, 2006)

SHBIX KITETOK

+1.17 uM
15 + 0.98 um

'.31 17 um
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yMeHbll. HopMa

HOpMa He3penoctb Bpoxa.[T npunobp.T



poxa. [T [pnobp.I'T
¥MeHblleH \
. I|~ﬁ|—|b|.ueuo YMeHblUeHOo
YMeHblueH \
HeT ecCTb
[TpOTAXKEHH Becb KuLLEeYHNK Bcsa colon
Nopa)keHns
Colon MUKPOKO/IOH \ MerakonoH
Hauano 3abon-s B nepuope B nepuope Mo3xe
HOBOPOXA. HOBOPOXA.
| MporHo3 XopoLwnu NMnoxown XopoLunm




'Y  HOBOPOXXJEHHOro
epauumn (NpeanpuHATon
~ HWU3KOM KMLLIEYHOW
TEHO3a TEPMMHAJIbHOIO
33[0WHONM  KUWKM  Crieayer
| TOTasbHbIN araHrnnos,
Heo6xop,MM0 HaNOXWUTb WIEOCTOMY W B3STb
HECKOSIbKO YYaCTKOB pPas3fiIMyHbIX OTAENOB
TOJCTOM, CY>XEHHOI0 oTAena "
CYNpacTEHOTUYECKON  YaCTU TOHKOW KULLKMK
ONS pacluMpeHHon buoncuu.



| »

leHUsl Yy  JOHOLLIEHHOrO
lepaLmm nepdopauunm
0COB6EHHO npaBbIX ee
eo6pa3Horo OTPOCTKA)
| ep0- WM  KOJSIOCTOMUWN  TaKXke
HEOBXOAMMO OCYLLECTBNATb 6MOMCUI0  HA
NPOTSPKEHUM U3  Pa3/INYHbIX  OTAENOB
TONCTOU KULLIKM.



Y HOBOPOXXAEHHOr0 WM
MepBbIX MecsLUeB  >XMU3HWU
af EBbISCHEHHOW  3TWOJIOTUN,
M VYMNOPHOM TEYEeHUn e€ro,
r DKAQIOLWMMCA  B3AYTUEM  XUBOTA,
OTCYTCTBMEM WM  MIOXOM npubaBkon
Maccbl Tena, cneayetr paccMaTpuBaThb
OMAarHo3bl HE  TONbKO  COMATM4YECKOM
naTonorum, HO " NPOBECTU
anddepeHumanbHyto  ANArHOCTUKY C
60ne3Hbio [MpLUNpYyHra.



DOBAHHOIO MUCTONOMMYECKOro

[ S AMArHoCTuKa 3aboneBaHun,
MHbIX MMHMKG c bI' (HeMpoHHas
KULLIEYHAs AMCNNa3ns, MnoraHrnmos),
HEBO3MOXXHa



SHWS paAMKanbHOro BMELIATeNbCTBa
| O;IewaHOBaHHO npeyseyeHbl

s OCHOBHbIE MOKa3aHUsA K KOSIOCTOMUN — HEKYTUPYIOLLIASACS

(AW PELIMAMBUPYIOLLAS) KMLLIEUYHAs! HENPOXOAUMOCTb M
TSXKENOE TEYEHNE SHTEPOKOINTA

« KonoctoMy npeanoyTuTeNnbHO HaknaabiBaTb Ha
nepexoaHyto (TPaH3UTOPHYIO) 30HY



0038 BHUMakHe!



