I'JIX 6buta quarnoctupoBaHna y 22 % (13) nanueHToB ¢ caxapHbIM AHa0ETOM.

Takum o6pazom, mmurensbHOCTh CII HampsSMYyI0 3aBUCUT OT COCTOSIHHSI CEPJICIHO-COCY/IH-
CTON cucTeMbl. BaxkHO yuuThIBaTh (PakT, 4TO Ha paboTy cepaua BiusieT He Tonbko C/I, HO U
MHOKECTBO Apyrux ¢akropos. Hanpumep, Bo3pacT nanueHTa, BpeJHble MPUBbIUKH, TUTAHUE,
COIYTCTBYIOIIME MATOJIOTUU U MHOT'O€ JIPYTOE.
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BO3MOKHBIE ®PAKTOPBI PUCKA PELIUINBOB
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Beeoenue

OcTtpeiit TumdobracTHeIil neiiko3 (OJIJI) sBasercs Haubonee pacpocTpaHEHHON 3710Ka-
YECTBEHHOW OITyXOJIbIO JETCKOTO BO3pacTa, Ha JIOII0 KOTOpoi mpuxomutcst 6omee 80 % Bcex
JIeHK030B M 25 % OImyxoseBbIX 3a00IeBaHUH B IETCKOM Bo3pacTte [3, 4]. B-kiieTounbIit oCTphIi
mumpoonactHeii neiko3 (B-OJIJI) sensercs nanbonee pacnpoctpaneHHbiM TuioM OJIJI, Ha
JOJTI0 KoToporo npuxomautcst 6onee 70 % ciydaeB [2, 5]. XapakTepHOW OCOOCHHOCTBHIO SIB-
JSIeTCS TaK Ha3bIBa€MbIN MIIaJICHUECKUN TUK — yBenuueHue 3adoneBaemoctu OJIJI no 75 Ha
MJTH B TOJ B Bo3pacte oT 2 10 5 ner. Yame 3aboneBatoT Mansauku (cootHorneHue 1,6:1 mms
B-nuneiinoro u 4:1 quist T-munaeiinoro OJIJI). ITomumo mona 1 Bo3pacrta cpenu (akTopoB pUCKa
paszButusi OJIJI y geteil BBIACNSIOT: BBICOKHIM COLIMAIbHO-I3KOHOMUYECKUH CTATyC POAUTENEH,
BHYTPUYTPOOHAS SKCIIO3UIUS K PEHTTCHOBCKOMY OOJyUEHHUIO (JIMarHOCTHYECKOMY), JTydeBast
Tepanus, cuaapoM [layna, nelipodubpomaros I tuna, cunapom biyma, cunapom llIBaxmana —
Haitmonna, cunapom HuiiMeren, aTakcusi-TeIeaHTMIKTa3Msl, OOJIbIIasi Macca Tesla P POXKe-
HUHU, €CTECTBEHHOE BCKapminBaHue [1, 7].

CoBpeMeHHbIE BO3MOKHOCTH TE€PAIUU MO3BOJIMIIN CYLIECTBEHHO U3MEHUTH MTPOTHO3 MPHU
OJUUI: nsatuneTHsist 6eccoObITHITHAS BEDKUBAEMOCTh 3a 40 neT yBenmuuiack ¢ 5 10 95 %. Kiro-
YEBBIMU KOMIIOHEHTAMH TAKOT'0 yCIeXa B JICYEHUU SIBUIUCH MCIOJIb30BaHHE 3—4-KOMIIOHEHT-
HOM MHIYKIMOHHON Tepanuu (MO3BOJSET JOOUTHCS MOMHON pemuccuu npakrudecku B 100 %
ciydaeB), npodunakruka nopaxenuit [LIHC, mymrenpHas momnepkuparomas repamus. Jieaenue
B benapycu npoBoautcs B coorBeTcTBUU € mpoTokosniom ALL-MB-2015. Ilpuunnsl HeOnaro-
INPUATHBIX UCXO/I0B MPEXKIE BCErO CBSI3aHbI C arpeCCUBHBIM TEYEHUEM OIyXOJIEBOTO Ipoliecca
WM pa3BUTHEM pedpakTepHOCTH (MEPBUYHOM, BTOPHYHON XMMHOPE3UCTEHTHOCTH OITYyXOJIH),
pa3BUBIIMMUCS Ha (OHE JIeUeHUs ocioKHeHUsIMA. Hanbomnee yacTol MpUYMHON HEYJaqYHOTO
neuenust OJIJI sBnsercst peruans, ocodenHo y nmanueHToB ¢ B-OJIJI [6]. @akTopbl pucka s
peunausa nerckoro OJIJI ABIAIOTCSA TPeIMETOM MOCTOSSHHOTO U3Y4YECHHUS.
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Ilenw

OueHuTh BO3MOXKHBIE (paKTOPBI prcka BO3HUKHOBeHU penuausa OJIJI y nereit.

Mamepuan u memoowt ucciedosanus

W3ydenbl amMOynaTopHble M CTAllMOHAPHBIE MEAMIIMHCKHE KapThl 182 manueHToB B BO3-
pacte ot 1 Mecsma g0 18 et ¢ ocTpeiM JIMMGPOOIACTHBIM JIEUKO30M, HAXOMBIIIUXCS HA Jie-
YEHUU B OHKOJIOTMYECKOM I'eéMaToJIOTHYeCcKOM oTaeneHuu ams jnetei ['Y «PecnyOnukaHckuii
HAy4YHO-IPAKTUYECKUN IEHTP paguallMOHHOW MEIULMHBI U SKOJOTHUHU YEJIOBEKa» 3a MepUo.
¢ 2003 o 2022 rr. U3 Hux y 11 (6,04 %) nereit Obu1 AuarHocTupoBaH peuuuB. OCHOBHBIM
KpUTEpUEM MpH BepuUKaIMU peTUIIBA CIYKIIO OOHApYKEHHE OIACTHBIX KJIETOK B KOCTHOM
Mmo3re 6omnee 5 %. MHorodakTopHas ornenka peruanoB OJIJI Bkirouana: pacnpenesieHue 1mo
M10JIOBO3PACTHBIM I'PYIIIAM U MECTY MPOKUBAHUSL, 0COOCHHOCTEH KIMHUYECKOW KapTHHBI, Ja-
OopaTopHBIX NOKa3aresnel, HIUTOreHeTUKU U UMMyHodeHoTunupoBanus (UDT).

Craructuueckas 00paboTka Marepuaa MpoBOAUIACH METOIOM YaCTOTHBIX XapaKTEPUCTHK.

Pe3ynomamul uccnedosanusn u ux oocyrycoenue

3a nepuoa ¢ 2003 no 2022 rox B ['omenbekoii obmactu ObU10 3aperucTpupoBano 182 ciyyas
OJUJl 'y nereit, 4To MOKa3bIBaET CPETHETONOBYIO 32a001eBaeMOCTb 9 ciyyaeB. Petinans pazBusics B
6,04 % cmyuaeB. CpeqHuii BO3pacT MAlMEHTOB HA MOMEHT MocTaHoBKH quarno3a OJIJI coctaBun
8,5 net (ot 1 mecsuia 1o 15 ner). Cpennuii Bo3pacT BOZHUKHOBEHUS peunansa — 12,7 ner.

Yame Bcero peuuuB HaOmoaancs y MainsaukoB 72,7 % (n = §). OOpaiuaeTr Ha ceds BHU-
MaH#e TOT BakxT, 4to 72,7 % (n = 8) MaMeHTOB C PEIUIUBAMHU SIBUJIUCH CEIbCKUMU KUTEISIMHU.

B cootBercTBUU ¢ Mexaynaponnon kinaccudukamueit OJIJI (FAB) L1 BapuanT auarso-
ctuposaics B 36,4 % (n =4) ciyudaes, L2 —B 63,6 % (n=7). B xone ananusa pesynsratoB UOT
ObUIO BBISBICHO, UTO y BCEX JETEH ¢ PeLUAMBOM ObLI JUAarHOCTUPOBaH B-KieToOuHbIN BapuaHT
OJIJL. Ilpu stom npe-nipe-B Bapuant nuarHoctuposancs y 81,8 % (n = 9) nanuenros, npe-B
BapuaHT —y 9,1 % (n = 1) u common-B Bapuant —y 9,1 % (n = 1) ciyuaes.

Kinnanuecku B Habromaemoi rpynmne nereid ¢ peuuauom OJIJI muaupoBan aHeMU4e CKUA
cuHApOM B 63,6 % citydaeB. 3areM THIEpIUIACTHUECKUI CUHIPOM, KOTOPBI BeTpeuascs B 45,5 %
CIIy4aeB M MPOSBISUICSA yBEIMUEHUEM MepudeprudecKux U HEHTPaIbHBIX Tpynn JuMdaTude-
CKUX Y3JIOB, YBEJIMUYEHUEM IE€UEHU U Cele3eHKU. [emopparudueckuil CUHAPOM BCTpeyascs B
27,3 % ciyuaes. [IposiBneHreM HH()EKIIMOHHO-TOKCUYECKOTO CHHApOMa ObLITH cyO(eOpubHast
TeMmmeparypa, kKoropas Habmonanacek y 18,2 % nereit, u nuxopankay 9,1 % nereil.

[pu nepsuunoii quarnoctuke OJIJI ypoBens meiikoutoB konebdasics ot 1,72 x 10%/1 mo
136,8 x 10°/m ipu meauane 31,9 x 10°/n. MaunuansHelii netikonuTtos 6omee 30 x 10°/1 Habmro-
nancst y 27,3 % nereid. Ilpu 5TOM OTHOCHTENBHOE conepKaHHe OacTOB B MEpUPEPUIECKOM
KpPOBH BapbUpoBajo ot 2 10 92 %, cnenyer OTMETHTh, 4To B 36,4 % ciiydaeB 61acTOB B IepH-
(heprueckoil KpOBHU BBISIBIEHO HE OBLIO.

Ananu3 cteneHu OnacTHON MHOUIBTPALMU KOCTHOTO MO3Ta Y 00CIIeIyeMbIX MalleHTOB
MOKa3aJl, YTO MHUIIMAIBHBIN Oiacto3 Obut oT 70 10 91,4 %, B cpennem 66,8 %. Ha 36 nenn y
91 % (n = 10) nereit HabMIOMATACH KITMHUKO-JIA00pATOPHASI PEMHUCCHUS, U TOJIBKO y | pebeHka
ypOBEHb 01aCTOB B KOCTHOM MO3re Ha 36 aeHb coctaBui 85,2 %.

[Tpu nuTOreHETHYECKOM MCCIIEOBAHUH TOJIBKO Yy 2 neteid ¢ peruauBoM OJIJ] ObutH BBISIB-
JIEHBI YACIIOBBIE U CTPYKTypHBIE U3MeHeHus (56 XY +5+4+10+15+17+18+21+21+2mr0-10 me-
tadas, 46 XY-4 metadassr; 45XY, nenenus 5). [1o pesyapraram MONEKYIIPHO-OMOIOTUUECKOTO
uccnenoanus TpaHciokamus t (12;21) TEL/AML obnapyxena tonsko y 1 pedenka (9,1 %).

VY 27,3 % (n = 3) gereit orMeuascs paHHUN peruauB (10 6 MecsIeB MOCye BhIX0O/a B pe-
Muccuio), ay 72,7 % (n = 8) gereit — mozauuit (mocie 6 mecsien). [Ipuuem y ogHoro pebenka
OTMEUaJIOCh 2 MO3IHUX PElUInBa, 00a peruIuBa — KOCTHOMO3TOBBIE. BHEKOCTHOMO3TOBOH pe-
uuauB (HerlposeikeMusi) HaOIronaics Toabko y 1 pedeHka.
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JletanpHOCTS 32 Bech nmepuon ¢ 2003 o 2022 rox B ['omensckoit o6iacTu coctaBmia 2,7 %
(n=15) ot Bcex 3apeructprupoBanbix 182 cimyuyaeB ocTporo aumpo01acTHOTO JeiKo3a.

Bui600wi

3a nepuoa ¢ 2003 mo 2022 rox B ['omennckoii obmactu Ob1T0 3aperucTpupoBano 182 ciy-
yast octporo JuMmdoobmacTHoro neiko3a. Y 11 (6,04 %) neteit ObIT AMATHOCTUPOBAH PEITUIMB.
B xoze npoBeieHHOTO UCCIIEI0BAHUS CYIIECTBEHHBIX ()aKTOPOB PUCKA BBISIBJIEHO HE ObLIO, HO
MOKHO BBIJIEJIUTHh BO3MOXHBIE (pakTopbl prcka. K HUM oTHOcsATcs: Bo3pact crapiue 10 er,
My>KCKOH ToJ1. Taxoke yare BCero peluiuB HaOMonancs y 1eTel, MpoKMUBAIOIINX Ha CEIbCKON
TEPpUTOPUH. Y BCEX JeTel ¢ peuuaArBOM ObLI quarHoctupoBaH B-kierounsiit Bapuant OJIJI.
Kmnanueckn npeoOmananu anemudeckuit (63,6 %) u runeprutactuueckuit (45,5 %) cunapo-
Mol [Tpu nepBrunoi auarnoctrke OJIJI nHuMansHbIHN JeiikoiuTo3 6omee 30 x 10°/1 Habiro-
nancay 27,3 % nereit. CnenyeT OTMETUTD, YTO IIUTOT€HETUYECKUX U MOJIEKYJISIPHO-TEHETHYE-
CKHX aHOMaJIMi BBICOKOTO pHCKa B XOJI€ HCCIIeI0BaHMs BBISIBJICHO He Obl0. B 3aBHcuMocTu ot
CPOKOB BO3HMKHOBEHHUSI B MCCIEIYEMOU Tpymrme mpeodnananu no3aaue peuuaussl (72,7 %).
JletansHOCTH 32 Bech mepuoa ¢ 2003 o 2022 rox coctaBuna 2,7 %.
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OCJIO)KHEHUSA Y MAIIMEHTOB C SCCEHITUAJIBHOM T'MITEPTEH3UEN

Beeoenue

AptepuanbHas runeprensus (Al') mupoko pacrnpocTpaHeHa MpaKTHYECKU BO BCEX CTpa-
Hax Mupa. 3a nociueanaue 30 jeT koauyecTBo Joaek B Bo3pacte 30—79 net ¢ aTum 3aboeBa-
HUEM yBenu4ymioch BaBoe: ¢ 650 muH. B 1990 rogy no 1,28 mun. yenosek B 2019 roay [1].
Bricokas pacripoctpaneHHocTh Al — okomo 52 % B3pociioro Hacenenust benapycu npegonpe-
JIEJISIET BBICOKYIO YaCTOTY BOSHUKHOBEHHUSI CEPACUHO-COCYIUCTBIX OCIOXKHEHUN, B TOM YHCIIE
¢ JeTanbHbIM ucxoaoM. K Hanbosnee cylecTBEeHHBIM HapyIIEHUSIM PETHOHAPHOTO KpOBOOOpa-
IICHUS OTHOCSITCSI OCTPBIE HAPYLICHHSI MO3TOBOT0 KPOBOOOpAIlleHUs, TPAH3UTOPHAS UIIEMUYe-
CKasl aTaka, OCTpas TUIIepTOHHYEcKasl HHIle(anonarus, ocTpasi KOpOHapHas U OCTpas cepled-
Has HEIOCTAaTOYHOCTH [2].

108



