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CONGENITAL DEVELOPMENT ANOMALIES IN SIBS OF CHILDREN WITH ACUTE LEUKEMIA
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IIpu KIUHUKO-TeHeaJOrHYecKOM HCCJIeIOBAaHNH BBISIBJICHA TEHCHIHS YBEJINYEHHSI KOJIUYECTBA BPOK-
JIEHHBIX IIOPOKOB Pa3BUTHS CPEM CHOCOB B CEMbSX C OHKOJIOTHYECKOH maTojorueii. CaesaH BHIBOJ O He-
00X0IMMOCTH KJIMHHKO-T€HEaJI0IrHY€eCKOro 00CIeI0BaHus KaK COCTABHOI YaCTH MeIMKO-T€HETUYECKOT0
KOHCYJbTHPOBAHUS CeMell, B KOTOPBIX POAMICS PEOEHOK C BPOKIEHHBIM IIOPOKOM Pa3BUTHSI.

Kuroueswie crosa: BPOOICaeHHble NnopoKU pa3eumusd, Cu6Cbl, ocmpas JleaKé’Muﬂ, demu.

The clinical genealogical investigation revealed a tendency to increase in the number of congenital
development anomalies in sibs in families with oncological diseases. The authors conclude about the
necessity of clinical genealogical counseling as a part of medical genetic counseling of the families with

children having congenital development anomalies.

Key words: congenital development anomalies, sibs, acute leukemia, children.

syuenue npobaeMbl cCOYETaHUSA BPOKIEHHBIX M0~
poxos paszsutus (BIIP) u onkosorundeckoii matoso-
MU CJIEYET CYUTATh BECbMa aKTyasIbHbIM, YUUTLIBAS
o01ue maToreHeTHYecKne MpoIecchl MyTareHesa, Te-
patoreHesa u Kanieporenesa [1, 2]. Ognako yactora
u xapakrep BITP cpeau popHbIx OpaTheB U cecTep
(cubcoB) GONBHOIO CO 3/I0KAYECTBEHHON OIYXO0JIbIO
OCBelleHbl JUNIb B eqUHIUYHBIX paboTax [3].

3JI0KauyeCTBEHHbIE OIIYXOJIM Yy JleTeil Hepepko
coueratorcst ¢ BITP u HacieacTBeHHbIMU 00Jie3-
usmn [4, 5]. Tounyito uwacrory BIIP cpean nereii
C OHKOJIOTUYECKON MATOJIOTHEN YCTAHOBUTH CJIOKHO,
ITOCKOJIbKY YaCTb JIeTell ¢ Cepbe3HBIMU AaHOMAJIUAMU
yMHUpaeT, Tak ¥ He JOCTUTHYB BO3pacTa, KOrjaa Mo-
IYyT I[POSIBUTBHCS IIepBble KJIMHUYECKHE CUMIITOMbI
omyxosn [6]. Pasable aBTOpPBI TPUBOISAT Pa3jandHbIe
nauHbie 00 ux yacrore: or 3—5 g0 10-15% u maxe
20-30% [6, 7].

BoapimumncTBO 3/10KaueCTBEHHBIX OIyXO0Jield Yeso-
BeKa BO3HUKAET B pe3yJibTaTe BO3/eCTBUS KaHIEPO-
TeHHBIX (pakTOPOB OKpyzKaotel cpeabl. [Tockonbky
JefiCTBIE MyTareHHOTO areHTa Ha SMOPUOH TIPOSIBJIS-
eTcst ero rubesbIo NN MpepbiBaHueM GEPEMEHHOCTH,
BO3HUKHOBEHUEM BPOK/ECHHBIX MOPOKOB Pa3BUTUS
WJIA OIIYXOJIel B TIOTOMCTBE, BOIIPOC O B3aWUMOOTHO-
HIEHUSAX MEXKIY TepaToreHe30M M KaHIepOTreHe30M
nMeeT BakHoe 3HavyeHue [1, 8].

[lebi0 HACTOSIIETO UCCIEIOBAHNS SBUIOCH U3Y-
yeHnue crektpa u yactoTel BIIP B cembax ¢ oHKOIO-
TUYECKOU TaTOJIOTHEN B ITOTOMCTBE.

BbLI0 TPOBE/IEHO KIMHUKO-TEHEATOTHIECKOe 00-
caenosanne 180 cemeii sxkureseit JIbBoBCKOI 0bacTH,
KOTOpBbIEe UMeTH JABYX U Goubiine jgereil. OCHOBHYIO
rpymity coctaBuiu 90 cemeil, B KOTOPBIX J1eTH cTpajia-
JIM OCTPOU JieKeMUel U JICUNJINCh B TeMaTOJIOTHIe-
ckoMm orzeennn O6JacTHON AE€TCKOM ClIeraaIu3npo-

MEXOYHAPOHbIN MEDULMHCKIAV XYPHAN Ne 22006

BaHHOM KIMHUYECKON GObHUIIBI I. JIbBOBA B IIEpUO/|
¢ 1994 no 2004 r. [eru 6111 B BospacTe oT 10 Mec
1o 16 et (Mmennana — 3,8 rona). VccaegoBanue mpo-
BOJIMJIV METOJ/IOM CJIYYaii-KOHTPOJIb. B KOHTPOJIbHYIO
rpynmy Bomu 90 cemeii, UMEIONNX 37T0POBOTO pe-
GeHKa COOTBETCTBEHHOTO Bo3pacTa u moJja. CraThcTu-
YyecKyo 00paboTKy JaHHBIX IPOBOAMIK C IOMOIIBIO
nporpamMmmbl «Microstats (CIIIA).

Cpemnu cemeit ocHoBHO# Tpymmbl 57 (63,3%)
umesn 110 asoe, 25 (27,8%) — tpoe, u 8 (8,9%) —
no dersepo zereil. Cpexu 221 peberka B ceMbsX
ocuoHoi rpynnst 90 cubcoB (40,7 %) 3abomenn
OCTpOI JiefikeMuel U y eTell UMeJIUCh BPOKICHHbBIE
nopoku pazsutus. Cpenn 202 nerteit KOHTPOJIBHOU
rpymnbl BIIP Habmroganucs y 2 (1,0 %) mereii. Tlo-
myssionnas vactota BIIP Bo JIbBoBCKoOi obmacTu
B 1993-1998 rr. cocrasnana 250,4 na 10000 HoBO-
pOskIeHHBIX [9].

Kiunuko-reneaniornueckoe uccjieoBaHue IpoBo-
IAIOCh B 78 ceMbsX, Ijie y geTeil Oblia JMarHoCTUPO-
BaHa octpas juMmdodbiactias geiikemus, u B 12 ce-
Mb$IX, B KOTOPBIX A€TH OGOJIEI 0CTPOil Muesobiact-
ot sevikemueii. B 9 cembsax (10,0%) ocuoBHOI
[PYIIIIbI, KPOME OHKOTEMATOJOTUYECKOU MATOJOTUN
y npobanga, cubc mMes BPOXKAECHHBIA IOPOK pas-
BUTU. B KOHTPOJIBHOI TpyIilie BPOXKIEHHbBIE TTOPO-
KU Pa3BUTHSA ¥ CUOCOB OBLIN BBIABICHB B 2 (2,2 %)
cembsx (p < 0,05).

ITpu cpasrennu wactoTbl BIIP y cubcos mpoban-
JIa CO 3JI0KAYeCTBEHHOI OIMyXOJbio ObLIa BHISBJIEHA
TeHAeHIIUA K yBeandeHuio xKoaudectBa BIIP cpenu
crbCOB B CEMbSIX C OHKOJOTHYECKOW TaToJorueii
(cm. Tabum).

N3 9 cemeit, B KOTOPBIX BCTPEYATUCH MTOPOKU
Pa3BUTHUS W JIEUKEMUST Y POAHBIX CHOCOB, B UETHIPEX
B IIEPUOJ MCCaefoBaHus ObLIO 110 ABOE JieTell 1 0ba
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OHKOJIOIMA

Cpasuutenbnsiii cnextp BIIP cpeau cu6cor
B CE€MbSIX OCHOBHOM I'PYIIIbI

Mon | Bospact | Mon |Konuye-
BMP
cvbea cub- | npobaH- | npo- CTBO
y ca nos, net | 6baHpa | cemen

BpoxaeHHbIn XeH. 5—9 XXeH. 2
Nnopok cepaua
To xe Myx. 1,5—6 Myx. 2
To xe XKeH. 5 Myx. 1
CuHapom KeH. 5 Myx. 1
HayHa
'mopoHedpos Myx. 3 Myx. 1
o6eunx noyek
AH3HUEDanm4a XKeH. 5 XeH. 1
ATpesus Myx. 15 Myx. 1
TOHKOIO KuLeYy-
HUKa

[Ipumeuanue. Y pebeHka ¢ arpe3neil TOHKOTO KUIIIEYHUKA
JIMarHOCTUPOBAHA OCTPAst MUEJIO0IACTOMHAS
JefiKeMUsI, Y OCTAJbHBIX JeTell — ocTpast
muMpobaacToMHast JefiKeMusl.

pebenka 6bL GOJIBHBL: AMArHOCTUPOBAHbI CUHAPOM
Jlayna u JeiikeMusi, BPOKJIEHHBbIE TIOPOKU CEPJIA
u Jjeiikemus (IBe ceMbH), THAPOHEGPO3 0OEUX T10-
yek (Mambumk ymep B Bo3pacte 10 mec). B cempbsax,
rjle POAMJIOCH TPOe WJIM YeTBEPO JleTell, OJuH WJIn
aBa pebeHKa ObLIM 310POBBL, a JBOE OOJbHBL Y HUX
UMeJIN MeCTO TpPeXKaMepHOe cepiile W JeiKeMus,
nedeKkT MeXIKeTylTOYKOBOM TIePEeTOPOIKA CePIIIla
" JIeUKeMMUSI.

Caenyer ormeruts, uro BITP y cubcoB B 0OCHOB-
HOI TpyIIIie BCTPEYaanch IPEUMYIIEeCTBEHHO y cTap-
mux 6paTheB WK cecTep: B 7 Caydasx Mo mpobaHia
€O 3JI0KaYeCTBEHHOI oIyxoJbio 1 1o cubca ¢ BITP
ObLT OIMHAKOBBIM. B 4 ciryuasx crapiiue cuOChl ymep-
JU B PaHHEM MJIQJICHYECKOM BO3PACTe, TTOCKOJIBKY
BPOJK/IEHHbBIE TIOPOKU PA3BUTUsL Y HUX ObLIN OYEHD
CEPbE3HBIMU: ATPE3UST TOHKOTO KUIIEUHWKA, aHIHIIe-
damus, rugapornedpos ob6enx MOYEK, TPEXKaMEpHOEe
cepie. B atux cembsax noa crapuiero cubca ¢ BITP
GBI TAaKUM JKe, KaK W TOJ Tmpobaria ¢ ocTpoil Jeii-
kemueil. TOBKO B OJHOM CJjiydae MBI HaOJIIOIATH
Hasuuue BIIP (nedext MexskemynouKkoBOi mepero-
poIKu ) y Muazmero cubea.

B xonrposbnoit rpymnme BIIP nmenrn aBoe mnaj-
MUX CHOCOB MYKCKOTO TI0JIa — BPOJKIAECHHBII BHIBUX
JIEBOTO Ta300€eIPEHHOTO CyCcTaBa U KPUIITOPXU3M.

[Tpu ananmmse mpodecCHOHATHHBIX BPEIHOCTEH
y 0boux pojureseil OBLIO yCTAHOBJIEHO, YTO OHU
JUIUTEJNBHOE BPeMs JI0 HACTYILIEHUsI GepeMeHHOCTH
U MaTh BO BpeMsi GEPEMEHHOCTH KOHTAKTUPOBAIU
C Pa3JMYHBIMM XUMUYECKUMU BellleCTBaMU, KOTOPbIe
MOTJIU OKa3aTh TePATOTEHHOE, MyTareHHOe W KaHIle-
pOTEeHHOe JIeHiCTBUE Ha TIJIOJ.

Martp 9-sieTHell MaMEHTKU ¢ OCTPOU JuMboO-
GuracTHOI JieiikeMueil MeeT J0Yb — cTapiinas cecTpa
npobania 13 JeT ¢ BPOKACHHBIM MOPOKOM CEPIIIA,
KOTOpast OblTa MpooteprpoBana B 6 ger. MaTh KOH-
TaKTUPOBAJA C BPEAHBIMH IMPOU3BOJCTBEHHBIMU
daxropamu (pochop, HTHCEKTUIIHIBI) O U BO BPEMs
obenx GepemenHocteir (puc. 1).

VY 15-1eTHero MajiburMKa ¢ OCTPON MUeJI001acT-
HOH JielikeMueil cTapiimii GpaT yMep yepes HeCKOJIbKO
JIHEH 11ocJie posKJIeHHs B pe3yJibTaTe aTpe3uy TOHKOTO

Q 60 |

55 |

Q Il

34

38

2] (@

Q BINP: nopok cepaua

Lindpbl 0603Ha4alOT rogbl XNU3HU

O nenkemMmums

CapkomMa nerknx

Puc. 1. PogociosHas ipobania 9-erneit neBoukn (seitkemust, BIIP y cu6ca)
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0.3.THATEIKO... BPOKJIEHHBIE TOPOKU PA3BUTHSA Y CUBCOB JIETEN C OCTPON JIEWKEMUEIT

KHUIIIEYHNKA, CTApIas cecTpa ymepJia B Bo3pacrte 7 Mec
or undeKunoHnoro 3aboreBanus (CaabMOHE/LIE3).
Poautenu mpobanga piurenbHoe BpeMsi paboTasu
B CEJNBCKOM XO03gMCTBe, U uxX pabora ObLTa CBsI3aHa
¢ JIefiCTBUEM TIeCTUIIHUI0B, MUHEPAJIbHBIX YI0OpEHNUI,
WHCEKTUIIUIOB, jedoananToB (puc. 2).

[Tpu cpaBuenun yactorel BIIP B cembsx ¢ on-
KOJIOTMYEeCKOM 1aToJIoruell B IOTOMCTBE OTMeUYaJoch
Hasume y cubcoB, 0COGEHHO CTapIuX, aHOMATUI W
IIOPOKOB, KOTOPbIE He COBIA/AJIN 110 JIOKAINU3AIIUU CO
3JI0KAU4eCTBEHHBIM HOBOOOpasoBaHueM y MpobGaHa.
Crenyer oTMeTUTh, YTO cpenu 9 cemeil OCHOBHOI
IPYIIIIbL, ¥ 5 cubChl IPOOAHIIOB ¢ OCTPOil JIeliKeMueit
HMMeJId BPOXKIEHHBIN TTOPOK Cepala.

Taxum ob6pasom, yBenndenne yactorsl BITP cpenn
crbcoB mpobaHIa Co 370KAYECTBEHHBIMI OTYXOJISIMHU
(10,0%) He uckaOUaeT KOMOWHUPOBAHHON peaiu-
3aIliU TEPATOTEHHBIX, OHKOTEHHBIX W MYTareHHBIX
ahdexToB TIpU AEHCTBUM PA3JIUYHBIX MATOTEHHBIX
(hakTOpOB OKpYyKaIONIEi cpebl.

B 1esiom pesysibTaThbl MPOBEIEHHOTO HCCIEI0BA-
HUSI CBUIETETBCTBYIOT O HEOOXOANMOCTH KITHHUKO-Te-
HEAJIOrMIecKoro 06CIeIoBaHusT KaK COCTaBHON YacTh
Me/INKO-TEHETUIECKOTO KOHCYJIbTUPOBAHMS CeMeid, riie
poausicst pebetrok ¢ BITP. OHu mokaszaniu, 4To uMeeT-
¢ TeHJeHIud K yBenndeHuio koaudectBa BIIP cpe-
1 cUOCOB B CEMBAX € OHKOJOTHYECKOH TTaTOIOTHEH.
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