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MAJII AHOMAJIIL PO3BUTKY: IX OCOBJMBOCTI ITPH TEAKUX
MYJUbTU®AKTOPIAJIBHUX 3AXBOPIOBAHHAX

OpHuMH 13 pI3HOMAHITHUX TEHETHYHHX
MapKepiB CXWJIBHOCTI A0 MyJbTH(AKTOPIaIbHUX
3aXBOpIOBaHb € Maii aHomaiii po3BUTKY (MAP).
3arikaBIeHICTh IMOJ0 OCOONHMBOCTEH (hEHOTHITY
JIONWMHM iCHYBajJa y CYCHINbCTBI 3 JaBHIX 4acis.
CrpuifHATTS IHUX OCOONMBOCTEH Ha TMPOTA3i BIKiB
OyJI0 TOCUTH HEOAHO3HAYHHUM. Y Pi3HI ICTOPHYHI
nepiofu JIIOAM 3 BagaMH PO3BHUTKY Ta MAP
BBaXaJICh a00 «IMOPOMKEHHAM HEYUCTOI CHIIM»
abo «cBaTuMU». Bucysanucs pi3HOMaHITHI Teopii
Taki, K aHTpornoyioriuda teopis Y. JlamOpo3o, 1o
OPU3BOAWIM 10 TIPUMYCOBOI cTepuimizalii Tak
3BaHHMX  «JeTeHepaTWBHUX TumiB» [1]. Aue
ITOCTYTIOBO TIOTJISA HA ITF0 TIPOOJIeMy 3MiHIOBaBCA, 1
B TeNepilHid 4Yac OUIBIICT  JOCIIAHHUKIB
BuBUYaloTh MAP 3 mo3utiii X poii y BAHUKHEHHI Ta
repebiry 3aXBOpIOBaHb Pi3HOI €TiOJIOTII.

Hecnpustiuei  ek30reHHI Ta  eHIOTCHHI
YUHHUKH MOXYTh BHOCHTHU ICTOTHI 3MiHH B TIPOIIEC
PO3BUTKY OpraHiB 1 CHCTeM OpraHi3aMy Ta

OpU3BOIUTH 110 (OpMYyBaHHS BpPODKCHUX Bajl
po3BuTKy. He3HayHa i1HTEHCHBHICTh YHMHHHKIB
cepenoBuia abo iX Aisl y MOMEHTH, CYMiKHI i3
«KPUTHIHUMH mepiogaMm» eMOpiOHaTEHOTO
PO3BHTKY OpraHizMy, CpuulHS€e (OpMyBaHHS TaK
3BaHMX «MaJMX» BaJ pO3BUTKY [2].

Braxaerbcs, 1o iHGopMaTtuBHI MOpdO-
JIOTIYHI BapiaHTH a00 MaJli aHOMaJlii pO3BUTKY — IIe
aHoMaJbHI BapiaHTH MOpPQONOrii AEIKHX OpraHiB
a0 TKaHWH, MO HE MOTPeOYIOTh JIKyBaHHA. Y
KIIHIYHIA TeHeTHIi Ta cuHapomojorii MAP e
JOCUTH BaXKJIMBOIO JiarHOCTUYHOIO O3HAKOIO, SKa
MOJK€ CBITYATH TIPO BUCOKY IMOBIPHICTH CKJIaTHUX
TIOPYIIEHs MOP(OTEHE3Y Y BUTIIAAI BPOIIKEHUX B
PO3BUTKY, 110 MoTpeOyIOTh creriaabHOl
IiarHOCTHKH, a, 1HOIi, ¥ XipypriyHOro BTpyYaHHS.
Hiarnoctnyna miaHicTh MAP € mocuts pi3HO-
MaHITHOIO, 1 IPUHIIMIIOBO BAXIIUBUM € ypaxyBaHH:I
ix kimpkocTi. Y mroamHM onmcaHo Oimbmr 200
iHhopMaTHBHUX MOP(POTESHETUYHHX BapiaHTIB, alie
B KJIHIYHIN TIPaKTHUIlI BUKOPHUCTOBYETHCS OJIM3HKO
80 MAP [3].

Marepianau i MmeToau

Hamwu BuBueHO 0cobmuBoCTi heHoTHIY ¥ 119
MiJIITKIB 3 rinoTajamMidyHuM CHUHIPOMOM
nyOepratnoro mnepiogy (I'CIIIT) (rpyma 1), 43
JiTel, 0aTbKY SAKUX 3a3HajH padialliifHOTO OMpPOMi-

194

HEHHSI B JUTSYOMY Ta MiJJTITKOBOMY Billi BHACIIIOK
aBapii Ha YopHoOunscekii AEC (rpyma 2), 41
TUTAHA 3  TOPYHMIEHHSAMH  TCHUXOMOTOPHOTO
PO3BUTKY y Bili 0 TpHOX pOkiB (rpyma 3) i y 60
niteit koutponsHOi rpynu (KI).

Yci pmith Oynu  OTIISHYTI  CIIeIliaiicTaMu
103/1I1 HAMH VYxpainu (memiatpom, Kapaiojorom,
SHIOKPUHOJIOTOM, TICHXOHEBPOJIOTOM, T€HETHKOM,
OKYJIiCTOM, OTOJIAPHHTOJIOTOM).

XapaxkTtepusyoun (pEeHOTHII, AOTPUMYBAIUACS
cxemMH po3poOieHoi, Ha Kadenpi KIIHIYHOT
TCHETUKH  Ta  YJbTPa3BYKOBOI  JIarHOCTUKH
XMAIIO (1998 pik) [4], B skid ¢ikcyBanu
HasBHICTHh omHCOBHUX MAP, BHKOPHCTOBYIOUH
NPUAHATI B TEPaToNOTii TEPMIHM 1 MOHATTA [5]
Taxox BHKOPHCTOBYBAJIaCh KIacudikaris,
po3pobnera Merks H.M. i3 cmiBaBTOpamu [6].
3rigHo 3 mociipKeHHsIME [7, 8], y 3M0pOBOi TUTHHU
K1bpKicTh MAP Moxe xonmmBatucs Bijg 0 1o 6.

Pe3yabTaTtu gociaigxenHs

[Ipu amnamizi ocoOmuBocTed QeHoTUury vy
81,7 % niTeil KOHTPOJBHOI TPYIH CIOCTEPIrasoch
mo 6 MAP, cepenmnili piBeHb CTUTMaTH3aIlii
(7-10 MAP) BusBieno y 13,3 % 3mopoBux miTei,
Bucokuii (10-14MAP) — y 3,3 % niteil. Y xBopux
00CTEXEHNUX HaMH TPYN MEPEBaXHO CIIOCTEPiraBcs
cepenHiii piBeab MAP (7-10 MAP).

B ycix rpymax oOcTexxeHHUX  JiTeit
JOCTOBIPHO YacTillle peecTpyBanoch monaa 6 MAP
B OJHOTO XBOPOTO Vy IOPIBHAHHI 3 KOHTPOJIBHOIO
rpymoro (p < 0,001). Haiibinpmra KidbKicTh XBOPHUX
i3 monag 6 MAP (90,7 %) peectpyBanach y rpymi
niTe, OaTbKM SKUX 3a3HAIH  paialiiHOTo
OTNIPOMIHEHHS B JIWUTSYOMY Ta IIJIITKOBOMY BiIll
BHachijiok asapii Ha YopaoOmnbcbkii AEC. V
xBopux Ha ['CIIIl nmonag 6 MAP BusiBieHo y
84,9 % mimmiTKiB, cepen niTedl i3 MOpPYIICHHIMH
NICUXIYHOTO  PO3BUTKY y 78% XxBOpuX.
HaiiGinpima KUTBKICTh JiTEH i3 BHCOKUM piBHEM
crurmatu3anii (monax 14 MAP) BusiBisnace y
3 rpymi (Tabu. 1).

Ilpy BHBYEHHI TOMOJOTIYHOI HAJEKHOCTI
MAP 3Beprac Ha cebe yBary HepiBHOMIpHE
po3ramryBanas MAP y miteit i3 KI': y gepemnHo-
JUIBOBIA 30HI posramoBano 43,0 %, B oOnacti
TynyOa Ta KiHIiBOK — 55,9 % MAP. Cepen xBopux
1 ta 2 rpynm cmocrepiratoTbCs BiIMIHHOCTI ¥y



kimekocTi MAP, po3ramoBaHHMX B UYEpEeIHO-
JHILBOBIH 30HI Ta B 00jacTi Tymyba i KiHIIBOK, i3
MepeBaXHOI0 KOHLEHTpauielo MAP y uepemnHo-
JTUILOBIH 30HI (TabmI. 2).

XBOpUM TPETHOI TPYIH TpUTaMaHHA OUTBII
BHCOKa KOHIEHTpallis MAP y uepenHo-IHIIbOBIH
30Hi (79,6 %). IIpu MOpiBHSHHI OTPUMAaHUX NAHUX
i3 KOHTPOJBHOIO TPYIOI ITOCTOBIPHO YacCTiIlle
BUSBIISIETbCS MIJIBUIICHA KOHIEHTpalis MAP y
YepenHOo-IMLBOBIH 30H1 y xBopux 3 (p < 0,001) Ta 2
(<0,01) rpym.

Y XxBopuX ycCiX OOCTEKYBaHMX HaMH TpPYII
BIpOTiTHO yacTille, y MOPIBHSAHHI i3 KOHTPOJIBHOIO
rpynoto, 3ycrpivatotbcsi MAP mikipu. Haitgacrimre
MAP mikipu 3ycTpidatotrbes y xBopux I ta Il rpym,
[0 MOYKHA PO3IIHIOBATH SIK MPOSBU MiJABHUIICHOTO
MIrMEHTHOTO OOMiHYy TpM CHCTEMHiM JIucrmiasii
cnonyyHoi Tkanmam (CHACT) [9], saxa e
MPUTAMAaHHOKO  [JITSIM, OaThbKW SKAX  3a3HaH
panmiamiiiHoro BIUIMBY BHACTINOK aBapii Ha
Yopuroomnscrkiit AEC [10], Ta xBopux Ha ["CIIII.

IIpu MTOPiBHIHHI OKpEMHUX MAP
BCTaHOBJICHO, IO JOCTOBIPHO 4YaCTIlle B YCIX
rpynax XBOPHX 3yCTpidarOTbCs aHTHMMOHTOJOITHUI
Ta MOHTOJIOITHHHA po3pi3 ouel, Tu3MopdidHi ByITHI
PaKOBHHU, IUCIUIACTUYHUH picT 3y0iB, nedopmaltis
rpyIHOI KIIITKH, BUKPHBIICHHS Mi3HHIIA,

caHmaiAmnoAiOHa mIinuHa. Y XBOPUX TPEThOI TPyNU
JOCTOBIPDHO YacTillle HDK Y KOHTPOJNBbHIA Tpymi
BU3HAYaNKCh TinmeprenopusMm ouynuid (p < 0,001),
emikanT (p < 0,001), 6xakutHi cknepu (p < 0,001).
Takox y Tpertiit Tpymi cmoctepiramucs MAP, ski
BITHOCATBCS 10 TaK 3BaHMX BHCOKOCHIEHU(DIYHUX
a00 BHCOKOIH(OPMATUBHHUX JJIsI BPOKEHOI Ta
CIAIKOBOI  TATOJIOTii  O3HAK: TpupaTaHTOBHI
BEIIMKAN Tajelb, TENEeKaHT, 0 OOYMOBJICHO
HasIBHICTIO B JJaHil TPpyMi XBOPHX i3 XPOMOCOMHOIO
Ta MOHOTEHHOI Taroyoriero. Mam aHoMmaitii
PO3BUTKY, IO 3YCTPIYalUCh B IHIIUX Tpymax,
BiJTHOCHJIMCH JI0 HecTieu(iYHUX O3HAK.

CriekTp BUSIBIEHUX MIKpOaHOMAIiH BiATOBI-
IaB MOP(OTSHETHYHNM O3HaKaM, XapaKTePHUM IS
nucrutasii coyuroi Tkaauau (JCT).

CrionyyHa TKaHMHA TIOCiJa€ B OpraHizmi
JIOAUHA OCOOJIMBE Micle, ckiagae Ouapiie 50 %
MacH TiJia 1 € CKJIaJIOBOI0 YaCTHHOIO BCIX OpraHiB i
TKaHMH, BOHA IPUHAMAa€E aKTUBHY y4acTh y PO3BHTKY
MaTOJOTIYHUX TIpoIeciB, 3abe3redye afeKBaTHY
peakiiro  opraHi3My  Ha  Jif0  OYIb-SKHX
VIIKOJDKYIOUMX ~ YMHHHMKIB. Y  Haml  4ac
HPUIUIAETHCS 3HAYHA YyBara BHBYCHHIO PO3BHUTKY
MOJIIOPTAaHHOI ~ TWaToJoTii HAa T  CHHIPOMY
HeaudepeHiioBaHol IUCIUIas3ii CIIOJTY9IHOT
TKaHUHU.

Tabmuug 1. IlopiBHsUIbHA XapaKTepUCTHKA KITBKOCTI Manux aHoManmiid po3BuUTKy (MAP) y rpymax

XBOPHX
Kinekicte MAP KonTponbHa I'pyna 1 ( I'pyma 2 I'pyna 3 ( %)
B OJIHOTO XBOPOTO rpyna ( %) %) (%)
Jo 6 MAP 81,7£5,0 15,1 £33 7,0+3.9 21,9+6,5
Bing 7 no 14 MAP 16,7 +4,9 71,4+4.2 88,4+4,9 73,2+6,9
14-16 MAP 1,7+1,7 0,8+0,8 23+273 49+34
ITonag 6 MAP 18,3+5,0 84,9+32 90,7 +4,4 78,0 £ 6,5

Tabnu 2. TomosoriuHa HAJIEKHICTh MAIMX aHOMaJIil PO3BUTKY Y XBOPHUX PI3HUX TPYIl

Maui anomanii Kontpomena | I'pyma 1, % I'pyma 2, % I'pyma 3, %
PO3BUTKY rpymna, %
YepEMHO-JIUIBOBOI 30HU 43,0+ 3,0 50,5+2,2 50,1 +£1,2 79,6 +1,9
TyJ1y0a i KiHI[IBOK 559+3,0 40,7 +£2,2 429+ 1,1 17,1 £1,8
HIKipH 1,1+£0,6 9,3+1,3 7,0+ 0,6 34+0,9
Tabmuug 3. [opiBHsIpHA XapakTepucTuKa Manux aHoManid (MAP) po3utkyP
MAP uepernHo-muuboBof MAP tyny0a i KiHIIiBOK MAP mikipu
I'pynu 30HU
t P t p t p
I'pyna 1 1,8 >0,5 04 >0,5 5,6 <0,001
I'pyna 2 2,2 <0,5 3,1 <0,01 6,8 <0,001
I'pyna 3 10,2 <0,001 10,9 <0,001 2,1 <0,01
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BucHoBku HH, MOXE CBIJUUTH TIPO BPODKEHI abo HalOyTi
TakuM YMHOM, BCTAaHOBIICHO, L0 B XBOPHUX nedekTd OloCHMHTE3y KojareHy i, SK HaclijoK,
yCiX OOCTEeXEHMX HaMH TPYN BIpPOTiIHO dYacTile nopyuieHHs pyHKIIi COMyYHOI TKAaHUHH.

BH3HAYAIOTHCSA TMoHAM 6 MAP, mepeBaxHo y miTeit [Tomameme BuBueHHss MAP mpu pisHOMaHIT-
OUX TPyNm CIOCTEpiraBcs  CEpelHii  piBeHb HUX TMATOJIOTIYHHMX CTaHaxX JIIOJUHHU, MOJKJIHBO,
crurmarusanii (7-10 MAP). JIO3BOJINTh BUKOPUCTOBYBaTH IX SIK MapKepu

BusBneHuil y Halmx XBOPUX BUCOKHH PiBEHb MyJbTU(AKTOPIaIbHUX 3aXBOPIOBAHb.
MAP, npuramanHuUX IuCIIIa3il CHONXY4HOI TKaHU-
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SMALL DEVELOPMENTAL ANOMALIES: THEIR FEATURES IN SOME MULTIFACTORIAL
DISEASES

Aim. To identify quantitative and qualitative character of small developmental anomalies (SDA) in
multifactorial diseases. Methods. 119 adolescents with the hypothalamic syndrome of puberty (gr. I),
43 children, whose parents had experienced radiation impact in childhood and adolescence, owing to the
Chernobyl disaster (gr. II), 41 childrenunder 3 yrwith an impaired psychomotor development (gr. III), and 60
children of the control group took part in the study. The authors used the scheme, developed in the
department of clinical genetics and ultrasound diagnosis of Kharkiv Medical Academy of Postgraduate
Education (KMAPE), Merks H.M. classification. Results. More than 6 SDA have been registered in the
examined children. A higher SDA concentration in the cranio-facial area has been revealed in the patients
from gr. Il and gr. Ill. Conclusions. More than 6 SDA have been registeredin our patients significantly more
often, an average level of stigmatization (7-10 SDA) has been observed mainly in children of the groups
under investigation. The revealed spectrum of SDA can testify to the congenital or acquired defects in
collagen biosynthesis, and, as a consequence, to the connective tissue dysfunction.

Key words: small developmental anomalies, multifactorial diseases, children.
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