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Vrodena cysticka adenomatdzna malformacia (CCAM)

- kongenitalne pulmonalne adenomatozne malformacie (CPAM)
- CCAM
- bronchopulmonalna sekvestracia (BPS)

- multicystické regiony pluc spésobené abnormalnym vetvenim
bronchialnych Struktar v 5. — 6. tyzdni gestacie

- incidencia .... 1:25000 - 35000 gravidit (1:12000 zivorodenych)
- 25 % vSetkych vrodenych plucnych lézii
- v 2% sa vyskytuje bilateralne

- normalny vaginalny pérod s postnatalnou resekciou v 5. - 8. tyzdni
Zivota



CCAM - diagnostika

suCasny pristup k in utero manazmentu CCAM vyzaduje ultrazvukové
vySetrenie, fetalny echokardiogram, NMR a vySetrenie fetalneho karyotypu

plod s pridruzenymi vyvojovymi alebo chromozomalnymi anomaliami nie je pre
intrauterinnu terapiu vhodny

3 typy CCAM lézii: | — makrocysticky (3-10 cm) — 50 %
Il —zmieSany (do 1 cm) — Casté anomalie GIT, UPT
I1l — mikrocysticky — zIla prognoza



CCAM — vplyv na vyvoj plodu

masy sposobuju intratorakalnu kompresiu fetalneho pfucneho tkaniva a
znizuju rast pluc v zavislosti od velkosti Iézie a gestacného tyzdna
(18-24. tyzden)

kompresia fetalneho ezofagu ........... plod neprehita plodovi vodu
vznik polyhydramnia............. riziko predCasneho pérodu

zvyseny intratorakalny tlak ....oslabenie vendézneho navratu a vznika hydrops

makrocysticka forma sa na USG zobrazi ako hyperechogénna hmota velkej
dominantnej cysty alebo Clenitej makrocysty



Fetalna liecba CPAM

Evaluation:
- full defailed US
- consider adjunctive MR
for microcystic lesion without
obvious systemic feeder
yessel

No Hydrops

< 20 Weeks:
-individualize care
- offer TOP

- if- macrocystic,
consider thoracocentesis :
to bridge to shunt Macrocystic
TA shunt if significant decrease

in CVR with thoracocentesis

Are there poor prognoste
ieatures?
-CVR=>186
- Large lesion

Mediastinal shift
Steroids

- refer o tertiary center for
delivery
-plan EXIT delivery if high
risk fealures

Feeding vessel
- consider referral for laser
coagulation

No feeding vessel

- if » 24 weeks - steroids

- consider referal for Weekly surveillance until

matemal-felal surgery 98 weeks US surveillance g1-2 weeks

until 28 weeks
Refer for possible delivery at
tertiary care center

No hydrops
- decrease surveillance to
, 2-3 weeks - refer to tertiary
ydrops center for delivery

Hydrops develops
-manage as indicaled for

podla Kilby, Oepkes, Johnson 2013




CCAM —invazivna fetalna liecba

objem CCAM sa meria a porovnava s obvodom fetalnej hlavicky
CCAM volume ratio (CVR)

CVR > 1,6 svedcCi pre zvySujuce sa riziko rozvoja fetalneho hydropsu plodu
iInvazivna lieCba......... plody s makrocystickymi CCAM

potreba shuntingu ... nie len CVR ale aj stupfiom ohrozenia plodu a matky
primarna lieCba pleuralnej efizie a CCAM - drenaz ihlou, event. amnioredukcia

zhorsujuci sa hydrops alebo rychla reakumulacia pleuralnej tekutiny alebo cysty
CCAM po drenazi su indikaciou na thorakoamnialny shunting

(az 74 % l’JSpeénOSt,) I pHILIPS DEMOI2011  01:32:14PM  TIB1.1 MI1.2
pre velké makrocysticke lézie, ktore i > \ l
nereaguju na shunting moze byt & N
vychodiskom otvorena fetalna chirurgia = 'fi"""' )

Gregory, 2012 T



CCAM fetalna neinvazivna liecba

— zla prognoza, nevhodné pre invazivnu lieCbu
— elektivha materno-fetalna chirurgia

Fetnl Dingnosis

= .I.‘I“'l:ll " Fetal Diagn Ther 2007:22:365-37
= DOIl: 10.1159/000103298

Effect of Maternal Betamethasone Administration

on Prenatal Congenital Cystic Adenomatoid
Malformation Growth and Fetal Survival

William H. Peranteau R.Douglas Wilson Kenneth W. Liechty Mark P.Johnson
Michael W. Bebbington Holly L. Hedrick Alan W. Flake N. Scott Adzick

Center for Fetal Diagnosis and Treatment, Children's Hospital of Philadelphia and University of Pennsylvania

School of Medicine, Philadelphia, Pa., S

- 11 pripadov CCAM (10 mikrocystickych) — ,single course* betamethasone

- Vv 72 % ubytok v CRV Il
- v 80 % vymiznutie hydropsu !!!



CCAM fetalna neinvazivna liecba

Journal of

Pediatric Surgery ;.,,ary 2010,volume 45, Issue 1, Pages 145-150

Prenatal steroids for microcystic congenital cystic adenomatoid malformations

Patrick F. Curran, Eric B. Jelin, Larry Rand, Shinjiro Hirose, Vickie A. Feldstein, Ruth B.
Goldstein, Hanmin Lee

- 13 pripadov mikrocysticke] CCAM — ,single course* betamethasone

- znizenie CRV v 62 % !l
- vymiznutie hydropsu v 78% !!!




CCAM - fetalna neinvazivna liecba

mozné prenatalne podanie kortikoidov matke v previabilnom obdobi
neznamy ucinok
hypotéza: plucne bunky CCAM su nezrelé a kortikoidy stimuluju ich maturaciu

podanie 2 x 12 mg Betamethasonu a 24 hod. i.m.

. . . Example: "Heart attack” AND "Lo$
ClinicalTrials.gov Search o stutkes:

A service of the U.S. National Institutes of Health Advanced Search = Help = Stu

Find Studies About Clinical Studies Submit Studies Resources About This Site

Home > Find Studies > Study Record Detail
Prenatal Steroids for Treatment of Congenital Cystic Adenomatoid Malformations (CCAM) (CCAM Steroids

This study has been terminated. ClinicalTrials.gov Identifier:

(Recruitment has been poor. Study drug is being offered as part of standard care of women carrying a NCT00670956
pregnancy diagnosed with CCAM) First received: April 30, 2008

Sponsor: Last updated: March 18, 2015
; ; Last verified: March 2015



CCAM fetalna neinvazivna liecba

urgery 51 (2016) 28-32
Coments lists available at ScienceDirect
Journal of Pediatric Surgery
journal homepage: www .alseviar

APSA Papers

Effect of single and multiple courses of maternal betamethasone on

prenatal congenital lung lesion growth and fetal survival’

William H. Peranteau *, Matthew M. Boelig, Nahla Khalek, Julie S. Moldenhauer, Juan Martinez-Poyer,
Holly L. Hedrick, Alan W. Flake, Mark P. Johnson, N. Scott Adzick

gnasis and Treatment at the Children’s Hospital of Philodelphia and the Perelman School of Medicine ar the

- 43 pacientov

— 28 single course
— 13 viacnasobné -v 47 % redukcia CRV, v 56 % vymiznutie hydropsu

- prezivanie - 93 % u pacientov so single course
- 86 % u pacientov s multiple course

- opakovane podavanie vykazalo zvySenu potrebu otvorenej fetalnej resp.
postnatalnej chirurgie



Dg. CCAMiIn h 20
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CCAM fetalna neinvazivna liecba

spontanne rozhodnutie matky o pokraCovani gravidity
rozhodnutie o prenatalnej lieCbe kortikoidmi
podpis informovaného suhlasu

aplikacia 2 x 12 mg Betamethasonu a 24 hod. i.m. matke



CCAM fetalna neinvazivna liecba

B8:0070i73: e B z i e
3 . + ; el
Razs\a2s . 354 i A !,“-,

.

03 :AVD
f’é‘j B8 o . {'y's} B g .
“pp 8262196536 GA=23w3d 11.8em/1.8/19Hz Tib 0.1 10.09.2015 14:253:23 ““pp 8262196536 GA=23w3d 118em/1.7/19Hz Tib 0.1 10.09.2015 14:24:432
3 ~ - — F 23 T N 2-3 tri
Har-high * Har-high
; o - ;
Gn (B Gn (&
cTIM? CTIMF
FF2/EZ FF2IEZ
sRIN3/CRIe ™ SRIN3/CR{1
-
a &
-
W
)




1387 t5
‘?-é'rrm 8262196536 GA=29wld 118cm/16/38Hz Tib 0.1 20.10.2015 13:20:0«
: D R — 2.3 trifr
* velussn Har-mijs
1
Gn
cTIN
FF2/E
sRIN3icrl

=]
(&) op B262196536 GA=33w2d

S

11.8cm/15/19Hz Tib 0.1 18.11.2015 12:32:3

e

el

255256
35Hz

23

Har-hi;
€

=]
cTim
FF3/E

SRINAICRI

N
L8



Velkost pixla: O.Qél.g mim

Fozicia: -215.3 mm

18.12. 2015 18. 1
11:06:37 1

= Merts A8 ©F oo 1

W 1600 L: -600 F DFOV: 1588 x 15.8%cm A .
B \ AR Citken
THRET 151;
17. 1

120,00 kY 120.0 Kk
09,0 rrad 109.0 md
0.0 mAs 70.0 mks
49 mm I I I Yelkost pixla: 0.238 mm Welkost' pixla: 0,238 mm
e Pozicia: -354.4 mm— ' | Pozicia; -366.4 rrim ' '
o FEr s AE oot AEAM - B0 . = MECSA~ 173 12 AEAMN ] B ] OEMRS 17 98 5 1



THM

antenatalna lieCba kongenitalnych adenomatoznych
malformacii pfuc — CPAM je mozna

nielen invazivna
aj doposial infaustné formy
uspesnost az do 80%

malé subory
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