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BPOK/JIEHHBIE IOPOKH
PA3BUTHS:
TIMATHOCTHUKA U TAKTHUKA



Atpesus IlumeBona

BpoXaeHHbIN TTIOPOK PA3BUTHS
MMANIEBO/IA, XapaKTEPU3YIOIINNCS
HAPYLIEHUEM €TI0 [EJIOCTHOCTH , C
HAJTUYUEM WU OTCYTCTBUEM TPAXEO-

MMAIIEBOIHOTO CBUIIA
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Yacrora 1 :2440 nmo 1 :4500



YacToTa aHTeHaTaaIbLHoro auarutosa mo ganasiM Y3C cocrasiser 10%o-

40%

MHuoroBojaue
OTCyTCTBHE BU3yaAIM3AIUN KEITYJIKa II04a
Busyanu3zanus paclimpeHHOr0 NpOKCUMaAJILHOIO CETMEHTA



11100 28 neoenv cecmayuu ¢ ampesuetl nuwesooa. (A) [Ipokumanvusiiiceemenm
pacwupen (OTUHHASL CMPETKa) U CRAGUUTICS OUCMATILHBLIL CeeMeHm nuueso0a (KOpomkKast
cmpenka,.

(B) Ilpoxcumanvuwiti omoen (cmpenxa) pacnonoxcern nozaou to the fluid-filled mpaxeu .









Couerannbie anomagauu -- 50-80%
Cepaeuno-cocynuctbie 29%
AHopekTanpHble aHoManuu 14%
MouenonoBsie 14%
Kenynouno-kumeunsie 13%

AnomManuu no3BoHouHuka 10%
VACTER accomuamnust — 25%

V : Vertebral 10%
A: Ano-rectal 14%
C: Cardiac 30%

TE: Tracheo-esoph.
R: Renal, Radius 14%

¢  10% HOBOPOXICHHBIX UMCIOT
rHHeTHYEeCKHEe CHHAPOMBI

tpucomuto 18, 21, u 13 xpomocom




IIpornocTuueckasa Kinaccupukanmusa

Bec mpm poxpennn > 2.500rp.,
3M0PpOBbIe

Bec mpm poxpennm 2.000-2.500 rp., v
Hetsoxertble pecipaTopHblIe 3aTPYIHEHVIA
v Koppernpyemsiri BIIC

Bec mpu poxnennm < 2.000 g v
BbIIlIe+TsDKeJIble pecIIpaTOPHbIE
3aTpynHeHwus, Tsokenbi BITC

Bec niput poxxpenuu > 1.500 rp., 3moposblie

Bec mpm poxpennmn < 1.500 g vim TsDKesIbIn
BIIC

Bec mpu poxpennm < 1.500 rp.+ TsoKesbin
BIIC

Waterstone (1962)

A

Spitz (1994)

II

III

Survival (%)

100

85

65

Survival (%)

97

59

22



Kiananueckue IIPOABJJICHUSA

-- HEBO3MOXKHOCTbD IIPOBEICHUE K /30Ha OOJIBIIIC YeM Ha
paccrosHue 10-12 cMm

-- OOMJIBHOE BBIACJICHHNUC CJIFOHbI HM30 PTAa U HOCA

-- Kiimanueckue nposiinenusa JJH

-- OHTepanbHoe KOPMIICHHC

-- B3AYTHC KUBOTaA

-- BJIQXKHBIC pa3HOKAJIUOCPHBIC XPHUIIbI B JIETKUX.



Jlnarmocruka
-- 3O0HAMPOBaHHE NMUILEBOAA
-- IIpo6a Jaedanrta

-- PeHTreHoJ10ruuecKoe uccjaeI0BaHue







TakTuka

Bo03BEIIIEHHOE TTOJIOKEHUE PEOCHKA: MOTYCHISUEE TTOJT0KEHUE
IlocTossHHAs aKTUBHAs acOUpalMs U3 POTOITIOTKH

CorpeBaHue

Nudy3nonHas tepanus + Vit K

HMuaTyOayLms: NOoI0KEeHHNE KOHIIa MHTYOAlIMOHHOM TPYObl HUXKE

ypoBHs TTIC
(ckenoroTonus Oudypkaiuu Tpaxen Th IV)



BpoxaeHHas
HenpoxoanMoCTb
Xenyao4yHO-KULUeYHOoro
TPaKTa



IIpUYHUHBI BPOKICHHON KAUIICYHOW HENPOXOAMMOCTH:
ATpe3us

CTeHo3bl

MaJjbporanus KUIIeYHNKA

CnaBijieHHe KMIIKH







AHTEHATAJbLHAA JHATHOCTUKA:
MuoroBoaue

CuMIITOM ABOWHOTO ITY3bIPS

CKpUHUHT Ha XpOMOCOMHBIE AHOMAJIMA U
conyrtcTByroiue BITP

-

©2011 Marcos Vélasco Sanchez
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IlocTHATAALHAS AMATHOCTHUKA:

(

£
O630pHas Rg GpromHoii momocTijie s

— BeprukajibHasi npoeKkuus

CHUHAPOM PBOTHI U CPHITHBAHHUS (
pUMECHIO xemuu !!!

AcuMMeETpUs TIEPEIHEN
OPIOIIHOM CTCHKH

ConytctByromue BIIP



Critical ischemia

¥

Irreversible changes
Disintegration

Atretic segment




AHTeHaTaJIbHaSA AUATHOCTUKA:

MuoroBoaue

Pacivipennsie, TuiIaTupOBaHHbIE METIIN
KUILIEYHUKA

chool -




ITaropuszuosorus

CTpyKTypHBbI€ U (PYHKIIMOHAJIbHBIC
N3MEHCHHUS B CTEHKH KHIIIKH:

['unepTpodusi MBIIIIEYHOTO CIIOS
HapyIICHUE TIEPUCTATBTUKH

HEJI0CTAaTOK (DePMEHTOB CIU3UCTOM
arpodust ¥ THOTPOh U] HEPBHBIX TAHIJIUEB
Ha yPOBHE MIPOKCHMAIIHBHOTO
aTpe3UpPOBAHHOTO CETMEHTA



Kaacenpukanus




JIluarnocruka
O0630pHas Rg OpromHoi monocTu

CHUHIPOM PBOTHI U CPHITUBAHUS C PUMECHIO
KEJIYU U KUIIEYHBIM COAEPKUMBIM: € 3-X cyTOK !!!

B3nyTre nepeaHei OpromrHOi CTCHKH






L s @
Atpesns IIK

ATpe3us NoJB3I0ITHON
KUIIKA

/

ATpe3us TOIEH KUIIKH






TakTuka

JleKoMIIpeccus )KemyaKa: )KeJIyI0UYHbIU 30H/
Fr8-12
(IH, o6bem oTnensieMoro)

Nudy3nonnas tepanus + Vit K

CorpeBaHue



[Toreps sKUJAKOCTU: HEBO3MOXHOCTbD ITPOBEACHUS SJHTEPAIIBHOTO
KOPMJICHMS + JCTOHUPOBAHUE KUJIKOCTH B 3-M IIPOCTPAHCTBE
(IIpOCBET K-KH) U OPIOIIHOM ITOJIOCTH MPHUBOIIT K CHIKCHHUIO
00beMa LHUPKYIUPYIOLICH KUIKOCTH, TUIONEP(Y3UN TKaHEH U
PA3BUTHIO AlIMI03A.

CHMKeHHBbIE 3a11achl [VIIKO03bI. B yCIIOBUAX KUIIEYHON
HEPOXOAMMOCTH OPraHu3M peOCHKA NEePEXOAUT Ha aHAPPOOHBIN
MeTa0O0JIU3M, YTO IIPUBOJIUT K Pa3BUTHIO THIIOINIMKEMHUH.
TemneparypHblii 0aj1aHC

JIpIxaTreabHbie Hapylienusi. O0yCIOBJIEHBI B3IyTHEM KUBOTA U
aCIMpPAIlMOHHBIM CUHAPOMOM Ha ()OHE PBOTHI U CPHITMBAHUS.
Cencuc. OOyclOBI€H MEXaHU3MOM OaKTEPHATbHON TPaHCIOKAIIUM
(mpu UIIeMUH KUIITKW WK €€ TIepdopaliim)









CUHJIPOM JEJIJIA

YacTtruyHas BbICOKas KUILIEYHAS
HenpoxoaumocTs

3aBOPOT CPEIHEN KHUIIKH

OOmas OpbDKeiika TOHKOM 1
TOJICTON KUIIKU



[Topoku mepeaHer OpIOIIHOM
CTCHKU



oMmpaJionee racTpoIIM3NC

s

v
INUAEeMHO0JI0T U
Owmdanonene - 'actpommusuc: 1:4000 u/p BO3pacT marepu 10 21 roma
B cpok 14-18 nen — 1:1100 (mpepriBaHme HEAOHOIICHHOCTD — 28%
OepeMeHHOCTH, B/ yTpoOHas THOeb IJ10/a) arpe3ns KAmeyHuka — 7-28%

24% - BIIC, 48% - XpoMacOMHBIC aHOMAJTHH



A depeHnuaibHbIe XapaAKTEPUCTUKHU

ompasionesie racTpoIu3uc
Conepxumoe KUIICYHUK + NIEYECHb KHUIICYHUK
I'pbIKeBOM MELIOK €CTh HET
Couerannbie anomajanu 4vacto (50%) penko (<10%)
Pacnosioxkenue nepexra mynox CIipaBa OT IyIIKa
Ponopaspeienue K-ceuenne/ecrecTBeH  €CTECTBEHHBIC P/IyTH
Xupypruyeckasi TAKTUKA  HE DKCTPEHHOE DKCTPEHHOE

HpOFHOCTI/I‘IeHCKI/Ie (l)aKTOpLI COUCTAHHBLIC aHOMAJINH COCTOAHHMC KHIIICUYHHKA
.24




Y3C B cpoke 20 Henmenb recranuu: NETIM KUIIEYHUKA CBOOOIHO PaCIoIaratoTcs B
AMHUOTHUYECKOM KUJKOCTH + Hajauuue AedeKTa nepeaHeit OproirHoi CTEHKH CIipaBa OT ITyIKa







TI'acTpomu3suc, 28 Hexesb

AEDICA SYSTEME?

ESIS_SIGNA MROZOY.A,
1957
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Ompanonene, 35 Heneab




e —  OMOPHOJIOT HST
e - 4 nenens — hbopMHUPOBAHUE MIEPEIHEH
OpIOIIHOM CTEHKHU
K 10 nen k-x Bo3BpaIaeTcs B OprOIIHYIO
10J10CTh U npoucxoaut ¢pukcamus 11K u
ascending u descending colon
pPETPOTIEPUTOHEATTEHO
-Omarnoriene: HapyIeHUE BO3BPAIICHUS
| KAIIIEYHUKA B OPIOIIHYIO MOJIOCTh (pa3IMuHOe
COJCPIKMMOE I'PHDKEBOIO MEIIIKA)
-["acTpoumsuc:
Hapymenue Me3o01epMbl B pOpMHPOBAHUHT
nepeaHei OpIOITHON CTEHKH
HapYIICHUE CIUSHUS JIATePaATbHBIX CKIIAJT0K
e ‘J 110 CPEIHEN JTUHUU
: Tpom603 mpaBoit oMb aToMe3eHTEpUaIbHOM
BEHBI (ITYIIOYHOM BEHBI), YTO IIPUBOIMT K
HEKpPO3y OKPY>KaIoIIMX TKaHEH nepeaHei op
CTCHKH.




lacTrpommsuc — nepBUYHOE 3aKpbITHE JePeKTa




['acTpommsuc — 3TanHoe 3aKpbiTHe Ae(peKTa




Ompaionese
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TakTuka

JlexoMmpeccus KeayaKa: xKeIyaouHbid 3081 Fr 8 — 12
[Tonoxxenne pedbenka Ha mpaBoM 00Ky (ractpommsuc) !!!
O6e300muBanue !!!

Nudy3uonHas tepanus + Vit K

CorpeBaHue

3amura nerejib KMIIEYHUKA NPH racrpommusuce !!!



BPOXIOEHHAA OUADPPAIMAJIbHAA
'PBIXA



INMUAEMHUOJIOTHUSA.

1:1700 mo 1:5000 HOBOPOXKICHHBIX.

80% neBoctoponnss I
ConyrcrBytromue BIIP:

20% XpoMOCOMHBIE aHOMAJIUH,
63% BIIC,

00I11ast 4aCcTOTa COMYTCBYIOIINX
BIIP -10-40%.

JleTallbHOCT®:
Nzomuposannas JAI 20-50%
Comyrcrayromue BITP- 90%

Severely
hypoplastic

left lun
Heart ?

Hypoplastic ).
right lung [/ A
o

Diaphragm

Herniated viscera

{(bowel, stomach, liver)
/ / /

Large
bowel

\
Small
bowel




OmOpuoJiorusi AMadparMbl -pa3BUBACTCS U3 HECKOIBKUX CTPYKTYP:

[lepenusis ieHTpaTbHAS YacTh AUadparMbel GOPMUPYETCS U3 MOIMEePeYHOM

neperopoaku, koropas oopasyercs Ha 3-4 Henelne U3 ME3CHXUMAJIbHBIX KIIETOK U pa3eiseT
IJICBPAIbHYIO U OPIONTHYIO MOJIOCTH K 8 Henemne

3agHe0o0KoBas YacTh AuadparMbl HGOPMUPYETCS U3 TIIIEBPONEPUTOHEATBHBIX

MeMOpaH, KOTOPBIE COCTMHSIOTCS ¢ MOMEPEYHOM MeperopoaKoi Ha 6-8 Hemelne B

00J1aCTH IICBPOTNICPUTOHEATHFHOTO KaHalla, KOTOPHIA 3aKPBIBACTCS KOT/Ia MOMEPEUHas IePEeropoaKa

COEIIMHSETCS CO CTPYKTYpaMU OKPYKAIOIIMMU MUIIEBO (T.H. OpblXKeilka MUIIeBOa) U CIUBACTCS C
IJIEBPONEPUTOHEATBHON MEMOPOHOM.

Mpiieunas yactb nuadparMbl GOpMHUPYETCA U3 TPYII TPYAHBIX MEKPEOSPHBIX

MBIIIIL 1 MHOOJIACTOB, 00pa3yIolIKUX CTEHKY TYJIOBHIIA

Esophagus

mesentery
Pericardioperitoneal Aorta /

: Pleuroperitoneal
Pleuroperitoneal P 5

/ membrane (£ e
\ &

\& PPN frN )
2, , Esophagus & ==\l Ty R
& =

i vena-s- !
£] B 3 N

C &
/R /4
Muscular g, —emSe &
ingrowth from e Septum
' Septum transversum body wall

transversum






Nitrofen Induced CDH - Rats

Lung - Hypoplasia,
bronchi-rarification

Control

I'unonuiazus Jierknx XapakTepU3yeTcsl CHUKEHUEM KOJMYECTBA OPOHXOB, OPOHXHO U
anpBeoJI. TepMUHATBHBIEC OTAENbI JIETKUX UMEIOT NAaTOJIOTUYECKYIO CEMapany 4To
HapyluIaeT aJibBEOISPHO-KAUIUIIPHOE B3AaUMOAEHCTBUE U IPUBOAUT K CHUKEHUIO
razoooMena. Kpome Toro uMeer MeCTo yTOJIIEHUE AJIbBEOJ C TTOBBIIIEHHBIM COAEPKAHHE
IJIMKOTE€HA UTO JIENaeT CEKpeT Oojiee BI3KUM U Tak ke HapyiiaeT razooomen. CHI>KeHUE
ypoBHs cypdakTanTa. CHMKAeTCsl 0011asi MJIOMIAAb ra3000MeHa



NORMAL FETAL
ARTERY AIRWAY

MUSCULAR [ TERMINAL BRONCHIOLE

PARTIALLY

MUSCULAR RESPIRATORY BRONCHIOLE

R WALL

ALVEOLA

\l I’

| I

MUSCULAR |‘ :
ALVE(?I.AI; DUCT

!

I

I

CAPILLARY




OvadparmanbHas rpbhbka




IIpornocruyeckue pakTopwbl:

NHaeKce JJero4YHo-KpaHuaJIbHOT0
COOTHOULIECHUS

LHR <0.6 100% neTampHOCTH
LHR 1.35-0.6  61% BeDKHMBaecMOCTH
LHR > 1.35 100% BBIKHBAEMOCTH
HaJyinuyue neyeHu B MJIeBPAJIbLHOMN

MOJIOCTH: JIETAIIBHOCTH 10 56%
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TakTuka

O030pHasa Rg rpynHoM KIeTKH U
OpIOIITHOM MOJIOCTH - BEPTUKAIBHO

JlexoMITpeccus KENyIKa: KEITyTOUHbIN
308 Fr 8 - 12

Nudy3uonHas tepanus + Vit K
CorpeBaHue

HHuTyOanus (He IPOBOAUTH
BEHTIIISAIIAIO MEIIKOM AMOY)




BpoxxaeHHble MOPOKU Nerkux



BpoxaeHHbIe KUCTO3HbIEe NOPOKU

Foophasse Nerkux - LUMPOKUIA CNEeKTP aHoManum
S sl Pa3BUTUSA MErkuX, BKIIOYaIOLLMIA;
[IKncto-ageHomMaTo3HYH
TpaHcdopmauuto

[IBpPOHXO-I1IErOYHYO0 CEKBECTPALMIO

[IBPOHXOreHHbIE KUCTbI

Tracheal
bifurcation /

Bronchopulmonary

buds [IBpoxxaeHHyto riobapHyto amdunsemy.



The stages of pulmonary development

£ = Pulmonary hypoplasia
* Laryngeal, tracheal stenosis « Arteriovenous malformations - | ghar emphysema
= Tracheal/oesophageal fistula « Pulmonary « Lymphatic

* Pulmonary sequestration hypoplasia anomalies
= Bronchogenic cysts = Malacia

= Adenomatoid * Pulmonary
malformation hyperplasia

OaHa 13 OCHOBHbIX MPUYMH —
OOCTpPYKUMA OblXaTeSlbHbIX NyTEN
Ha aTarne ambpuoreHesa.

Twun nopoka onpepenserca B
BO3HMKHOBEHWNS OBCTPYKLNN

Principal malformations of the respiratory system
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erCLI,O BO-KONM4YnNKoBas TepatTomMa



Teparoma— omnyxoiib, cocTosias u3
TKAHEW HECKOJIBKUX THUIIOB,
MIPOU3BOIAHBIX OJTHOTO, IBYX WJIA TPEX
3apOBILIEBBIX JIMICTKOB, IPUCYTCTBUE
KOTOPBIX HE CBOMCTBEHHO TEM OpraHam U
aHAaTOMHAYECKUM O0JIaCTSIM OpraHu3Ma, B

KOTOPBIX PA3BUBACTCA OITYXOJIb

(Willis RA. The borderland of embryology and
pathology. 2" edn. London: Butterworths, 1962).

Yacrtorta 1 : 35,000 - 40,000

KpecroBo-KOMYMKOBas JOKAJIH3AIHUS
TepaToMbl — 35%-60%




Knaccupukanusa Altman

(Prem Puri ® Michael Hollwarth
Pediatric Surgery Diagnosis and
Management)

I'ucroaornueckas
KJIaccu(puKanus

Grade 0 (Tumor contains only mature
tissue) — 3penas Teparoma

Grade 1 (Rare foci of immature tissues)
— TeparoMa ¢ CIMHUYHBIMU OYaraMu
HE3PEIION TKaHU

Grade 2 (Moderate quantities of
immature tissues) — TepaTomMa ¢
MHOKECTBEHHBIMU OYaraMy He3pesoi TKaH!

Grade 3 (Large quantities of immature
tissue —malignant yolk sac elements) —
TEparoMa CO 3JIOKAY€CTBEHHOM
TpaHcopmanuen



PHILIPS

AHTEHATAJLHAA JUATHOCTHKA [

2

47%
C 58
P Low
HGen

CpoOK 23-32 Hef.

OnpeneneHne conMaHoOro u
KUCTO3HOIMO KOMMOHEHTa

OnpeneneHne KPOBOTOKA B
0O0bEMHOM 0OpasoBaHUM

PHILIPS

PHILIPS

[Tpr3HaKkmn obCTpPyKUNM MOYe-
BbIBOOALLNX NyTeN

HenmmyHHaga BoadHKa nnoga Kak
NPOrHOCTUYECKUIN MPU3HaK

18/03/2011 10:41:15AM
C5-1/0B Gen

18/03/2011 10:50:36AM
V6-2/0B Gen

TIBO.S MI 1.2

M3

TIB0.2 MI 0.8




Jlnarnocruka

Y3C — cTpyKTypa U pacupOCTPAHEHUE
TepaTOMBI

O030pHast Rg OpromHOM MOJIOCTH U MAJIOTO
Ta3a- HaJIMYKME KAJIbIIMHATOB, aHOMAJIHSI
ITO3BOHOYHHUKA

KT — xapakrepucTrka TepaToMsl,
KPOBOCHA0XXEHHE U B3aUMOOTHOIIIEHUE C
OpraHaMu Majoro Tas3a Wiu OprOIIHON
II0JIOCTH




INNeyeHune

~ PEPRPRN TP LN PPN T I



INNeyeHune




Pe3ynbraTthbl nevyeHus

3penaqa Tepatoma
Hes3penaga TepaTtoma
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3penas gobpokadecTBeHHas 3roka4yecTBeHHaa TepaTtomMa.
Tepatoma. [eMaToKCnnnH-203nH X 20 [[eMaToKCnNnH-303nH X 20







gastrocolic reflex increase in intestinal
peristalsis after food enters the empty
stomach.

gastroileal reflex increase in ileal motility
and opening of the ileocecal valve when
food enters the empty stomach.



