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AHAITN3 PEHOTUNMUYECKUX NMPU3HAKOB CUHOPOMA AUCTINTA3UA
COEAVUHUTENIbHOW TKAHW Y OETEA N UX POOCTBEHHUKOB

E. B. Cmpenbyoea, A. C. KanMmbikoea

Cmaseporionbckas 2ocydapcmeeHHas MeQuUUUHCKasi akademusi

Bbino nsyveHo 60 cemein: npobaHabl n poacTBeHHukn 1, 2 1 3-i ctenenn pogctea. OTbop cemen NPOBOAMNCA Ha
ocHoBe npobaHaa (aetn 3—16 neT) ¢ axokpagmorpadumyeckummn nprMsHakamy nporanca MUTpanbHOro knanaHa n/vnu
aHoMmarbHO pa3melleHHOn xopabl. Pesynbtatbl obcnenoBannsa 360 niogen (61 — npobaHabl, 123 — poacTBEHHUKM 1-1
ctenenn, 172 — poacTBEHHUKM 2-i cTeneHn, 4 — poACTBEHHUKN 3-I CTEeMneHW) YCTaHOBUIN HacneACTBEHHbIN Xap akTep
OVCMNasMn COEAMHUTENBHOW TKaHW ¢ npeobrnajaHvem Tak HasbiBaeMoro «MaTepuHcKoro adpdekta» B GOMbLUIMHCTBE Crly-
YyaeB. Bbicokoe npeobnagaHve HapyXHbIX ME3eHXMMarbHbIX NMPU3HAKOB Yy AeTe MOXHO OOBACHWTL HAKOMMEHWEM FreHeTU-
Yeckoro maTtepuana y nokoneHuun.

Kntovesble croea: CnHApoM gucnnasnu COEANHUTENBHOW TKaHu, CbeHOTVII'I, netu.

THE PHENE ANALYSIS OF CONNECTIVE TISSUE DYSPLASIASYNDROME
IN CHILDREN AND THEIR RELATIVES

E. V. Streltsova, A. S. Kalmykova

60 families were examined: probands and relatives of I, Il and Il relation degrees. The family selection was carried out
according to the proband (children at the age of 3—16) with the echocardiographic signs of mitral valve prolapse and/or
anomalously located chorda. The results of examination of 360 people (61 — proband, 123 — relatives of the | relation
degree, 172 — relatives of the Il relation degree, 4 — relatives of the lll relation degree) showed that the hereditary nature of
connective tissue dysplasia with prevalence of so-called «maternal effect» was established in most cases. The high
occurence of external mesenchymal signs in children can be explained by the genetic material storage across the generations.

Key words: connective tissue dysplasia syndrome, phenotype, children.

MocnepHwe aecAaTUNeTNs 03HaMeHOBarnMCh OrpoM-
HbIMM yCriexamm B AUarHOCTUKE U eYeHre CMHapoMa auc-
nnasum coeguHutensHom Tkanu cepgua (COCTC). B oTe-
YeCTBEHHOW NuTepaType obLLenpu3HaHHbIM CHATAETCS Ae-
neHune BpoXOeHHON aucnnasumn Ha auddepeHumpoBaH-
Hyt0 1 HeauddepeHUMpoBaHHyo. Knaccuieckumm npo-
ABneHnaMu anddepeHLMpoBaHHON AUCTasn COeanHU-
TenbHon TkaHn (OCT) ABNATCA XOPOLLIO U3BECTHbIE Ha-
cnepncTBeHHble cuHapombl MapdaHa, Onepca-faHnoca,
Jlo6wrenHa-Bponuka, Xonta-Opama. [ina anddpepeHum-
posaHHon [ICT onpegerneHbl TMMN HacneaoBaHus, KuHu-
Yyeckas kapTuHa, buoxnmmyeckue gedektol. OgHako Ha
npakTuke Hanbonee YacTo BCTpedaeTcs HegnddepeHuw-
posaHHas [CT, korga Habop peHOTUNNYECKNX Npu3Ha-
KOB HEe COOTBETCTBYET HU OAHOMY U3 HacnegCTBEHHbIX
cuHOpoMoB. HeaunddepeHumpoBaHHasa AMCnnasms MOXeT
MUMeTb HacneaCTBEHHYIO NpUpoaY, a Takke NpuobpeTeH-
HbI reHes B pesyrnbraTte BUsHWUSA pasHoobpasHbIx Hebna-
ronpuATHbIX (aKTOPOB Ha NOA B NEPUOL, €ro BHYTPUYT-
pOBHOro pasBuTUS, YTO NPY onpeaeneHHON reHETUYECKoM
npeapacnonoXeHHOCTU NPUBOAUT K M33aMBpUoreHesy.
HeavddepeHumpoBaHHasa gucnnasus NpeacTaBnseT co-
OOV reHeTUYECKN reTePOreHHyo rpynny, Xxapakrepusyto-
LLYIOCA Pa3fMYHbIMU KIMMHUYECKMUN NMPOSIBIIEHNSMMN B
3aBVICUMOCTM OT MEHETPAHTHOCTM reHa. PyHKUMOHaNbHas
HEMNOMHOLLEHHOCTb BOMOKOH COEANHUTENBHOW TKaHU MO-
XKET BHayare He NposiBfsTLCS, HO MaTONOrMYEeCcKin MaTe-
pvan HakannueBaeTcs B NMOKOMNEHUNAX, U Y YIEHOB CeMbU
NpPosIBNSAETCH TO OAWH, TO APYron Npu3Hak.
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Mounck chakTopoB, Kak cpedoBbIX, Tak U reHeTu4ec-
Kux, npegpacnonaratowmx kK passutuio ACT, apnaetcsa
BECbMa aKTyasibHON Npobnemoi.

LIEJIb PABOTbI

MpocneanTb, BO3MOXHO, HACNEACTBEHHbIN Xapak-
Tep pa3sutua COCTC c y4eTOM BbIiBNEHUSI MUKPOaHO-
Manumn y poacTBEHHWKOB ANSA BbISCHEHUSA (DaKTOpPOB,
npegpacnonaratoLmx k passutuio COCT.

METOAUKA UCCNEOOBAHUA

O6cnepnoeaHo 60 cement: npobaHab! U POACTBEHHM-
ku |, II, Il cteneHn poactea. OTOOp cemen ocyLLecTBNAN-
cs1 no npobaHay (oetn B Bo3pacTte 3—16 neT) ¢ axokap-
AvorpacunyeckMmm NnpusHakamm npornanca MUTpanbHOro
krnanaHa (MMK) n/vnn aHomarnsHO pacrnonoXeHHbIMN XOop-
aamn (APX). Bcero obcnegosaHo 369 4denosek: npo-
6aHg — 61 yenoBek, poacTBEHHUKM | cTeneHn — 123 ye-
noeeka, Il creneHn — 172 yenoseka, Il cteneHn — 21 ve-
noeek. dxokapauorpacmyeckv marble aHomanum passu-
TnS cepaua BepudmumpoBaHbl y Bcex getenmny 73,9 %
poautenen. NMMK onpegensncs B 15,3 1 26,8 % cnyya-
eB, APX — B 38,8 19,8 %, n nx codetanne — B 38,8 n
63,4 % y [eTen n B3poCnblX, COOTBETCTBEHHO.

OeTn 6binun pasgeneHsl Ha cnegytoLlme Bo3pacT-
Hble rpynnbl: 3—6 net — 30 yenosek, 7—11 net — 31,
12—16 net — 24, manb4mnkoB — 50, neBovyek — 35.
CpenHuin BospacT pogutenen coctaeun (30,4 +0,41) ner,
(My>4nH Bbino 35, xeHwmnH — 61). Mpynnon cpaBHeHNst




nocnyxunu 29 geten B Bospacte 3—16 neT, He umeto-
wux MAC, a Tarke 60 nx poacTBEHHUKOB.

Ha kaxxayto ceMblo CoCTaBnanach cneumansHo pas-
paboTaHHas MHOpMaLMOHHas KapTa, C MOMOLLbIO KOTO-
por nposoamniacs hopManmsaLmsa npnsHakos. [ oueH-
KM 4acTOTbl M XapakTepa BHELLUHUX CTUIM An3ambpuore-
Hesa y NpobaHaoB N UX POACTBEHHUKOB MU3y4darnucb 56
npusHakoB. MccrnegosaHue Takke BkNoYano onpegerne-
HWe TUNa KOHCTUTYLMK, aXoKapamorpacduio ¢ gonnnepa-
Hanusom. CTtatnctudeckyto 0bpaboTky MaTepuarna nposo-
OUNKn C UCMONb30BaHNEM KOMMbIOTEPHbBIX MPOrpamMm
«Microsoft Excel» n «Biostat». Belunucnanu t-kputepuii
CrblogeHTa ¢ nonpaskon BoHteppoHn, NapHbIn kKoaddu-
LIMEHT Koppenaumu, x2, TOYHbIN kputepuii uiepa.

PE3YIbTATbI UICCITEAOBAHUA
N UNX OBCYXXOAEHUE

WccnegoBaHve nokasano Hanuyne npusHakoB
COCT y poacCTBEHHUKOB BCEX TPEX CTENEHEN poacTBea.
CpepaHee konmnyecTso cturMm y aeten 9,6 + 0,27, npnyem
B Bo3pacTe 3—6 net oHo coctaBuno 7,86 + 0,44; 7—
11 ner — 10,87 + 0,41; B 12—16 net — 10,2 £ 0,37.
BbisiBneHHast TeHAEHUMS] YMEHbLLEHMSA KonnyecTsa npu-
3HaKOB B MNafLUein BO3pacTHOW rpynne COOTBETCTBYET
pesyneratam uccnegosaHus Buktoposoi U. A. [1], B ko-
TOPbIX OTMEYEHO, YTO NpY poXaeHUn pebeHka konude-
CTBO CTUIM MUHUMarbHO, @ YeM CTapLle CTaHOBUTCA pe-
OEeHOK, TEM KONNMYECTBO X BO3paCTaeT.

Y poacTteeHHMKOB || nokoneHus cpegHee konuye-
CTBO cTUrMm coctasusno 8,37 £ 0,288, Il nokoneHna —
3,09 £ 0,128. Npunyem oTMevaeTca 4OCTOBEPHOE Hapac-
TaHWe ymcna cTurm aus3ambpuoreHesa y geTen no cpas-
HeHuto ¢ pogcTeeHHukamu Il (p < 0,005) u Il nokonexns
(p<0,002). Y bnukanwmnx pogcteeHHukoB geten ¢ COCT
BbISIBMEHbI NOEHTUYHbIE CTUIMbI AU33aMOpuroreHesa. Ya-
CTOTa X NPOSIBIIEHMA BO3pacTaeT COOTBETCTBEHHO CTe-
neHn poacTtea. [laHHble pe3ynbTaTbhl MOXXHO OObACHUTL
HaKomnMeHneM reHeTNYEeCcKoro MaTepuana B NoKONeHnsX.
Bo3MOXHO, 3TO npumMep MoguuLMpYOLLErO BINAHNUS
reHoTuna Ha NPosIBNEHNE NaTONOrMYeCcKoro reHa, To eCTb
B3anMmopaencTeue reHoB, HasBaHHoe C. H. [laBblgeHKo-
BbIM «YCUITUTEMBHBIM TPOMU3MOM».

Hawnbonee Bbicoka YacToTa BCTPE4aeMOCTH NpU3Ha-
koB COCTC poacteeHHukoB | cteneHun pogctea (Tabn. 1).

Tabnuua 1

YacTtoTta BcTpeyaemocTu npusHakos CIACTC
poacTBeHHMKOB | cTeneHu poacTea

Karteropusi CreneHb Bcero C cacT %
MpobaHg poactea 61 61 100
PogvTent maTtb 61 57 93,5

oTel 35 20 57,1
Opart 13 13 100
Cube cecTpa 13 11 84,6

CHOCT BcTpeyvaeTcs y maTtepeir (93,5 %) ny otuos
(57,1 %),4T0 No3BoNseT B 6ONLLUNMHCTBE Cly4aeB yCTa-
HOBUTb HACNeACTBEHHbIN XapakTep CoOeaNHUTENBbHOTKaH-
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HOW Aucnnasuy ¢ npesanvpoBaHveM Tak Ha3blBaeMoro
«MaTepuHCKoro adpdekTay.

Bbicoka BcTpevaemocTts CACT y poaCTBEHHUKOB
I, lll cteneHu poacTea. YactoTa BcTpeyaeMocTn y 6aby-
wek n gepywek coctaensaet 60,9 %, y 6bpaTbeB u cec-
Tep pogutenen — 67,7 %, y ABoOpoaHbIX 6paTheB U
cectep — B 100 %.

Bbinu npoaHanuaMpoBaHbl xapakTep 1 yacToTa de-
HoTUnnyeckux npusHakos CACT, o6HapyxunBaemMble npu
BHELLHEM OCMOTpe Y AeTen 1 nux pogutenen (tabn. 2).

Tabnuua 2

deHoTMNNYECKNE NPU3HAKKN Y AeTen
u ux poautenen, %

Oetn Poautenu
KoHTponb- et c | KoHtponbe- eren
Mpu3nak Hast rgynna %}J,CT Hast rgynna gﬂCT
(n=29) | (n=85)| (n=31) | (n=77)
CuHodpus 19,2 23,5 9,6 33,7
Amka Ha nogbopoake 0 25,8 0 16,8
'Mneptenopuam rnas 0 22,3 0 6,4
Fony6ble cknepsbl 0 22,3 0 3,8
AnukaHT 0 20,0 0 10,3
Bbicokoe He6o 0 68,2 0 51,9
loTnyeckoe He6o 0 18,8 0 52
AHOManuun npukyca 3,8 16,5 0 3,8
OTTONbIPEHHbIE YLIN 11,5 23,5 6,4 11,6
3 TN MOYKK 0 42,3 0 454
"'mnonnasus 0 94 0 9,1
MoBblLeHHas pacTsHKu- 0 9.4 0 38
MOCTb KOXM
OenurmeHTaums 0 5,8 0 2,6
Ctpun 0 5,8 0 14,6
MHOXeCTBO NMUrMEHTHbIX 0 14.1 0 104
nsATeH
BopoHkoobpasHasi kneTtka 0 30,6 0 23,4
Mnockas rpygHas Knetka 0 10,5 0 11,7
CocKoBbI rMnepTeno- 0 15,3 0 16.9
py3m
KpblnioBuaHble nonaTku 0 58,8 0 54,5
ApaxHogakTunus 0 8,2 0 6,5
MonoXuTenbHbIN TecT 0 152 0 78
3ansCTbs
MonoXuTenbHbIN TecT 0 29.4 0 181
6onbLloro nanbua
[By3y6ey cTonbl 11,5 36,4 12,9 29,8
«CaHpaneBngHas Lenb» 11,5 41,2 19,3 46,7
Il naney ctonbl 6onbLue | 0 20 9,6 25,9
Mnockoctonue 0 15,3 0 7,8
Ckonuno3s 0 11,7 0 10,4
Bapuko3Hoe paclumpe- 0 35 0 351
HVe BeH
pbiXn 0 12,9 0 18,2

HocTtoBepHo valle y aetenn ¢ CACTC BbisiBNEHbI
Takue CTUrMbl AnM33aMBproreHesa, kak pasgBOEeHHbIV Noa-
Bopoaok, runepTenopuam rnas, ronybsle cknepsol, anu-
KaHT (p < 0,05), BbicOKOE HEBO unu rotnveckoe Hebo,
[l TN Mmo4km yxa (p < 0,01), BopoHKOOOPa3Has rpygHas
KrneTka, COCKOBbIN runeptenopusm (p < 0,05), kpbinoBua-
Hble nonaTku (p < 0,01), oBY3ybeL, cTonbl, caHaaneBua-
Hag wenb (p < 0,05).

Y matepei 1 oTuoB NPobaHA0B BHELLUHWIA (heHOoTMN
Yawe dopmmpoBanu Beicokoe Hebo (p < 0,01), 1l Tun
Moukm yxa (p < 0,05), BopoHkoobpasHas rpyaHas Knet-
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Ka (p < 0,05), kpbinoBugHble nonatkum (p < 0,01), rune-
paKTeH3nsa gucTtanbHbix danaHr (p < 0,05, aBy3ybGey cTo-
nel (p < 0,05), caHganesuaHas wenb (p < 0,01), Il na-
nevy Ha ctone 6onbLe | (p < 0,05), BapnKo3Hoe pacLuu-
peHue BeH (p < 0,05).

Y poacteeHHukoB |l nokonexns (6abyLwiku, aegyLu-
ki) ObInK BbISIBNEHBI CTUMMbI AN33MOpUoreHesa: paHHsAs
cefuWHa Boroc, cuHodpm3, Bbicokoe Hebo, paHHee Bbl-
nageHue 3yboB, caHaanesmaHas Lwenb, ABy3ybeL, cTo-
nbl, Il naney Ha ctone 6onbLue | (Tabn. 3).

Tabnuua 3

PeHOTUNUYECKMI aHann3 y poacTBEeHHUKOB
Il cteneHm poacTBa

KoHTponbHast | babyLwku, aeay-
MpusHak rpynna kv geten c COACT
(n=42) (n = 86)

PaHHsas ceguHa Bonoc 0 29,1
CuHodpus 14,2 22,1
Bbicokoe He6o 0 244
«CaHganeBunaHas wenby» 71 19,7
Il naney Ha ctone GonbLe | 0 30,2
[By3y6ey cTonbl 0 16,3
Mnockoctonue 0 15,1
OcTeoxoHapo3 0 11,6
Bapuko3Hoe paclumpeHune BeH 0 33,7
pbiXun 0 20,9

[ocToBepHO YacTo BCTpeYaeMbIMU Npu3HaKkamm y
poacTBEeHHUKOB |l cTeneHn poacTea ABNATCA: paHHSAS
ceauHa Bonoc (p < 0,05), Bbicokoe Hebo (p < 0,05),
Il naney Ha cTone 6onbLle | (p < 0,05), nnockocTtonne
(p < 0,05), ocTeoxOHOPO3 C HOHOLIECKOro Bo3pacTa
(p < 0,05), Bapuko3Hoe pacLumpeHmne BeH (p < 0,0001),
rpebku (p < 0,05).

OpOHMM 13 OCHOBHBIX MaHUECTUPYIOLLMX MPU3HA-
kOB HeandhepeHLMPOBaHHON ANCNNA3UN COEaNHUTENb-
HOW TKaHW ABNSETCS CUHAPOM rMNepMobunbLHOCTY CyC-
Taeos (CIC).

Y peteit 3—6 net nerkun CIC (3—4 6anna no
Beighton P.) otmeueH B 40 %, BblpaxkeHHbI (5—8 6an-
noe) —B 47,6 % v reHepanu3oBaHHbIN (9 6annos) — B
13,4 % cnyyaes. B Bo3pacTtHou rpynne 7—11 nert Bbis-
Bunu nerkun CICy 9,7 % geten n BbIpaXXeHHbIN — Y
87,1 %.Y peten 12—16 net Bepucmumposanu nerkin n
BbipaxeHHbIn CI'C B 20,8 n 70,8 % cny4yaes cOOTBET-
CTBEHHO.

YBenuyenue yucna geten ¢ nerkum CIC B Bospa-
CTHOW rpynne 3—~6 neT BO3MOXHO CBA3aHO C ABMNEHN-
em dusnonornyeckon runepmobunsHocTn. CI'C B na-
pax pebeHOoKk — poauTenu BbIsIBNIEH BO BCEX CryYasX.
CyctaBHasi rmnepmobunbHOCTb BbIsiIBNEHa y ABYX Po-
autenen B 24,6 % cemein, TONbKO Y OTLOB— B 6,6 % n
y Tonbko matepen — B 65,6 %, YTO MOXHO OO BbACHUTL
bonbLuen pacnpocTpaHeHHocTbo CI'C B keHCKoW no-
Nynauum u B psige cnyyaeB HEBO3MOXHOCTbIO 06cne-
AoBaHus otuoB. pagaums BelpaxeHHocTn CIC y po-
avrtenen: nerkmin — B 27,9 % cny4vaeB v BblpaXeH-
Hblh — B 72,1 %. BbisiBNeHa koppensumMoHHas cBA3b
BbipaxkeHHocTn CI'C y aeten v pogutenen (r= +0,40, p
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< 0,05). Begywumm nposenexvem CI'C B Hawem uccrie-
[OBaHWM ABMANOCh NAacCMBHOE crmbaHne Nepeoro nanb-
La B CTOPOHyY npeanneydbs npu crubaHunm B nyvesansc-
THOM cycTaBe (NapHbI CUMMNTOM), HacTOTa BbISIBIIEHNS
koToporo coctasuna 87,4 n 86,2 % y neten n pogute-
neu COOTBETCTBEHHO.

MaccrBHoe crnbaHme NACTHO-hanaHroBoro cycra-
Ba NSATOro nanbLa KUCTK B 00e CTOPOHbI OTMEeYanu B 72
n 74,5 %, nepepasrnbaHune NOKTEBOro CycTaBa CBbiLle
10° — B 68,2 1 52 %, nepepasrnbaHmne KONeHHOro cyc-
TaBa cBbilwe 10°— B 14,2 1 0 % v HaknoH Brnepeg npu
hMKCUPOBAHHBIX KOMEHHbIX CycTaBax, Korga nagoHu
JocTturaroT nona (HenapHbIi cumnTom), — B 58,6 1 58,2 %
y AeTeln N X poanTenen COOTBETCTBEHHO.

Hamwu ycraHoBneHa npsiMas KoppensiuMoHHas CBsA3b
MeXay KOnM4ecTBOM CTUIM U CTENEHbIO CYCTaBHON M-
nepmobunsHocTtu (r = +0,45, p < 0,05). AHanornyHyto
KNUHUYECKYI0 XapakTepucTuky y naumeHtos ¢ CACTC
npusoauT B. P. MayapT, koTopas Takke oTMevaeT 60orb-
LIee, YeM Y 300POBbIX NULL, CPpeaHee KONMYEeCTBO beHo-
TUMUYECKNX ME3EHXMMArbHBIX «3HAKOBY, CyLLIECTBEHHO
BO3pacTaoLLuX Mo Mepe YBENUYEHNS BbIPa>XKEHHOCTU
cvHAapoMa runepmobunsHocTu cyctasoB. CemernHoe
nccnegosaHue cMbcoB 1 poguTenel B HaweM Habnto-
OeHun, kak u B uccnegosanun E. M. Cnueak, npoae-
MOHCTPUpPOBano gakT HacneaoBaHWsl CUHAPOMA runep-
MOGWIMBLHOCTM CyCTaBOB NPEVMYLLECTBEHHO MO MaTEPUH-
CKOWM NMUHUN. ACTEHUYECKUIA TUN KOHCTUTYLUN Yy OeTen
onpegenancsa B 85,4 % cnydaes, y pogntenen — B
80,5 %. YcTaHoBneHa oCcToBepHas KoppensumoHHas
CBA3b TUNAa KOHCTUTYLIMK C KONTMYECTBOM BHELLHUX CTUTM
(r=0,31, p < 0,05), HanbonbLlee KONNYECTBO CTUIM
BbISIBMSINIOCh NPU aCTEHUYECKOM TUME KOHCTUTYLMN. [Mps-
Masi KoppensLMOHHas CBA3b BbISIBIIEHa Takke Mexay ac-
TEHUYECKNM TUMOM KOHCTUTYLMM U CYyCTaBHOM rMnepmo-
ounbHocTblo (r=0,43, p<0,01).

3AKNIOYEHUE

Takum obpasoM, heHoTunm4eckoe obcnenoBaHme
POACTBEHHUKOB Tpex nokoneHun npobanga ¢ CACTC
Nno3BonsieT B NOAaBnstoLEeM BONbLUIMHCTBE Cly4YaeB
YCTaHOBUTb HACNEACTBEHHbIN XapaKTep COeaANHUTENBHOT-
KaHHOW Aucnnasum ¢ npeeanupoBaHMem Tak HasbiBae-
MOro «MaTepuHCKoro adpdpekrta». bonbluyo YactoTy
BCTPEYAEMOCTM BHELLHUX «ME3EHXMMarbHbIX» 3HAKOB,
BEPOSITHO, MOXXHO OO BbSACHUTL HAKOMIIEHUEM FreHETUYEeC-
KOro martepuana B MOKONEeHUsX.
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OCTPbIM HEJIMM®OBJIACTHbIM IEMKO30M

O. B. CmupHoea, B. T. MaH4yk, A. A. Cag4eHKO

Hay4Ho-uccriedosamenbckuti uHcmumym meduyuHekux rnpobriem Cesepa, KpacHosipck

MbI M3y4mnu akTMBHOCTb MeTabonuyeckux pepmeHToB numdoumToB y 100 naumeHToB C OCTPbIM HENMMAOONACTHLIM
nenko3soMm (BapuaHt M4). MNaumneHTbl ¢ OCTpbIM HENMMAOONACTHLIM NEVKO30M Ha BCEX CTaausax 6OnesHW umenun M3MHeHUst
aKTMBHOCTU MeTabonuyecknx depMeHToB nMdoumnToB. Camble BaxHble NU3MEHEHWS akTUBHOCTUM MeTabonuuyeckux dep-
MEHTOB NMMAOLMTOB Y NALMEHTOB C OCTPbIM HenumdobnacTHbIM Nenko3om Obinu obGHapyxeHbl BO BpeMs peuuanBsa.
OGHapyxeHHble MeTabonuyeckne 1 NMMYHOMNOTMYECKNE HapyLleHWs B 3aBUCMMOCTM OT CTafuu OCTPOro HenvmdgobnacTHo-
ro fenkosa xapakTepusyrT MMMyHONATOreHeTUYeckne acnekTbl pPasBUTUSA U MPOrPECCMPOBaHNA OCTporo HennmdobnacT-
HOro rnemnkosa.

Knoyesbie criosa: metabonumyeckne epmeHTbl NMMMGOLUTOB, OCTPLIA HENMMAGOONACTHLIN NENKO3.

THE STATE OF METABOLIC STATUS OF LYMPHOCYTES IN THE BLOOD OF
PATIENTS WITH ACUTE ALYMPHOBLASTIC LEUKEMIA

O. V. Smirnova, V. T. Manchuk, A. A. Savchenko

We examined the activity of metabolic enzymes of lymphocytes in 100 pts with acute alymphoblastic leukemia (variant
M4). Pts with acute alymphoblastic leukemia in all stages of the disease had changes of the activity of metabolic enzymes
of lymphocytes. The most important changes of the activity of metabolic enzymes of lymphocytes in pts with acute
alymphoblastic leukemia were revealed during recurrence. The revealed immunological and metabolic disturbances
depending on the stage of acute alymphoblastic leukemia characterize immunopathogenetic aspects in the development
and progress of acute alymphoblastic leukemia.

Key words: metabolic enzymes of lymphocytes, acute alymphoblastic leukemia.

OcTpble HennmcobnacTHble nenkossl (OHINJT) obbe-
OVHSAOT rpynny OCTPbIX NENKO30B, BO3HUKLLUX W3 KIeT-
Kn-npeLecTBEHHWLbI MMEeNonoa3a 1 pasnmnyaroLLmnxcs
mMexay coboin onpeaeneHHbIMU MoOpOnornieckumMm, M-
MYHOMEHOTUNMYECKMU U LUTOTEHETUHECKMMIN XapaKTe-
puctukamu [3, 4, 10]. OHINJT— Hanbonee yacTble 3a6o-
neBaHus cpeau ocTpbIX newkosos [2, 3, 9, 11, 12]. He-
CMOTPS Ha TO, YTO OHW AMArHOCTMPYHOTCA B NtoGOM BO3-
pacTe, YacToTa UX BO3HUKHOBEHMWSI BO3pacTaeT Nno Mepe
cTapeHus yenoseka [2, 5, 6, 13]. B HacTosWwee Bpems
OCTaloTCs Marnoundy4yeHHbIMY MHOTVE NaToreHeTuyeckue
acnekTbl BO3HMKHOBEHMWS 1 NPOrPeCCMPOBaHNUs AaHHON
NaTonornm, NOSIBNEHWSI OCIIOXKHEHWIA.

LIEJIb PABOTbI

M3yyeHne ocobeHHOCTEN COCTOsIHMA MeTabonmyec-
Koro ctatyca numcountos Kpoeu y 6onbHbix OHJ11 B
3aBUCMMOCTM OT CTaauun 3abonesaHust.

METOOUKA UCCNEOOBAHUA

Bcero nog HabntogeHnem Haxogmunuck 100 6onb-
HbiX OHJ1J1 ¢ uMMyHOeHoTUNMYeckum BapmaHTom M4.
CpegHuii BospacT 3abonesLumx coctasun (42,7 + 1,5) ner.
Y 30 6onbHbIX 3a6oneBaHne ObiNo BLISBIEHO B CTaaunn
nepBUYHOM aTtaku, y 49 — B CTagumM NOSTHON peMuc-
cun nocne NPoBeAEeHHOro neveHma ny 21 — B ctaguu
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