JIAaHUE PEYEBBIX HAPYIICHUH Y JIMII MY)KCKOTO TI0JIa, TAK)Ke MOTYT ObITh MHTEJUICKTYaJIbHBIC U peue-
BBIE PACCTPOMCTBA, CBSI3aHHBIE CO CIICIUPUUSCKUMHI U3MEHEHUSIMH B CTPYKTYPE X-XPOMOCOMBI.

Buvisoowt

Takum 00pa3om, IPOBEICHHBIE HAMH HCCJICIOBAHUS O3BOJIMIIA HE TOJILKO BBISICHUThH ATHOJIO-
THUIO pa?,J'II/ILIHI)IX pequHx, HO U HpoaHaJ'II/ISI/IpOBaTB 3aBUCUMOCTH 4YaCTOThI BCTpC‘-IaCMOCTI/I pequO-
r'0 HApYIIECHUS OT HETaTUBHOTO (haKTopa, BHI3BIBAIOIIETO JaHHOE HapylieHue. [lomyyeHHbIe pe3yib-
TaTbl CBUJETEIBCTBYIOT O TOM, YTO HA JAHHBI MOMEHT CPEIH PEYEBBIX PACCTPOMCTB JAETEU I0-
IIKOJIBHOTO BO3pAacTa JOMUHUPYIOIIUM SBIISICTCS IU3apTpusi. [Ipy OCTaIbHBIX PEUEBBIX MATOIOTUSIX
PacCMOTPEHHBIX B Hallel padoTe, OCHOBHOW I'PYNIION HETaTHBHBIX ()aKTOPOB BBI3BIBAIOMINX JIAH-
HBIC PEUCBbIC HEJOCTATKH SIBJISICTCS HApPYyIICHHE PAHHETO Pa3BUTHsS PeOCHKA, a MMEHHO NE(EKTHI
peyn B OKPY>KEHUU PEOCHKA M TICUXMYECKHE TpaBMbl. Takke CleAyeT OTMETHTh CYIECCTBEHHBIN
MPOICHT ¥ OECCIIOPHOE HETaTHBHOE BIUSHHE HA PEUEBOC PA3BUTHE JICTEH JONIKOIHLHOTO BO3pacTa
TaKOH IPyMIbl HETaTUBHBIX (PAaKTOPOB, KaK BPEIHbIE MPUBBIUKKU POJUTENEH, @ UMEHHO KypEHUE.

[To pe3ynbTataM pabOThI BHIHO, YTO Pa3IMYHBIC PCUEBBIC HAPYIICHUS Y MaJbuMKOB HaOJFO-
JAIOTCS YaIlle, 9YeM Y JCBOYCK, UTO CBA3aHO C (PU3HOJIOTHUSCKUMH OCOOCHHOCTSIMU CTPOCHUS U pa3-
BUTHSI TOJIOBHOTO MO3Ta, a TaKXke 00JIee BhIPaXKEHHOW HEYCTOWYMBOCTHIO HEPBHOM CHCTEMBI.
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Beeoenue

OcTpsle JEHKO3BI B CTPYKTYpE 3J0KaYeCTBEHHBIX HOBOOOpA30BaHUHN y NETeW 3aHUMAIOT Iep-
BO€ MECTO M COCTaBJISIIOT OKOJIO 25 % BCEX OHKOJIOTMYECKHX 3a00JIeBaHUN B JIETCKOM BO3pacTe.
Bonee 80 % Bcex 7neiiko30B y nerel uMmeroT auMdonnHoe npoucxoxaenue, u3 Hux 80 % cocras-
JISIIOT OIYXOJM U3 MpeaIeCTBeHHUKOB B-mumdonutoB. 3a001eBaeMOCTh B pa3BUTHIX CTpaHax Co-
crapiisieT npubnmsurensHo 30 neteil Ha 1MiH. peTckoro HaceneHus. [Iuk 3ab601eBaeMOCTH MPHUXO-
JIUTCS Ha BO3pacT 2,55 JeT, mpuyeM Maibuuku 0oneroT vame (cootHomenue 1,6:1). K dakropam
pasButus octporo auMmdoodmactHoro neikosa (OJIJI) MoKHO OTHECTH HEMOJIOOW BO3pAcT MaTepH
K MOMEHTY OepeMEHHOCTH, BO3MOXXHbIE HeOJaronpusaTHble (DaKTOpbl Cpelabl WM TeHETUYecKas
NPeapacoI0KEHHOCTb, CHHAPOMBI HeCTaOMIBHOCTH XpoMocoM. He uckirouaeTcst U npenmnonoxe-
Hue, yto paszputue OJIJI mpoucxoauT B pe3yJsibTaTe CIOHTAHHON MYTallud HOPMaJbHBIX T€MOIIO-
THYECKUX KIETOK-IPEAIIECTBEHHUKOB, ITOCIIE YeTo (PaKTOphl cpesibl MPUBOAT K 37I0KaYeCTBEHHOU
nponudepannn [1, 2, 3].

OHuedanoTpureMIUHaIbHbIN aHrHoMaTo3 (HeBouaHas ameHnus, 6onesnp Lltypre — Bebepa,
cuaapoMm lItypre — Bebepa — Kpab6e) — cnopagnyecku BO3HHKaroIee 3a00JIeBaHUE, XapaKTe-
pu3yIoIeecs: HATMYUEM aHTHOM MSTKOH MO3TOBOM 0OOJIOUKH M KOXKH JIMIIA, KaK IMpaBUiIo B obJac-
TH TJIA3HOW W BEPXHEUETIOCTHON BETBEW TPOMHMYHOTO HepBa. [lopaxkeHue mMsarkoit Mo3roBoi 00o-
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JIOYKH OBIBa€T OJJHO- M JBYCTOPOHHUM. 3a00JIeBaHUE YaCTO COIPOBOXKIAETCSI HEBPOJIOTMUECKUMH U
MICUXUYECKUMHU pPAacCTPOMCTBAMHU B BHJIE€ T'€MHUIIAPE30B, F€MHAHOINCUHM, YMCTBEHHON OTCTAaJIOCTH,
snunencun. Kiaccudeckoe nposiBiieHre 001€3HU XapaKTepu3yeTcst TpUaJoi CUMIITOMOB: aHTHOMBI,
CYJIOpOKHBIN CUHAPOM, Tiaykoma. [latonorus 4acto HOCUT ceMEMHbBIN XapakTep, HacaeayeTcs ay-
TOCOMHO-JIOMUHAHTHO, HO BCTPEYAIOTCS M ayTOCOMHO-peneccuBHble (opmbl. [Ipu maromopdoso-
THYECKOM HCCIICIOBAaHUU BBISBISIETCS pa3pacTaHUe COCYIOB KOXKH, MSTKOH MO3TOBOW OOOJOYKH,
COCYIUCTBIX CIUIETEHHH I1a3HOro si010Ka. Pejxe aHrMoMBbI JIOKAJIM3YIOTCS B 3aTbUIOYHOM 00jacTu
0O0JIBIIKX MOJyIIApUil, MO3KEUKE, CIIMHHOM MO3T€ M BHYTPEHHUX opraHax. OmHCaHO OTJIOKEHHE
cojieil KanpLMs B cocylnax Mo3ra (meTpudukaTsl). BrIpaK€HHOCTh aHIMOM MOXET 3HAuUTENLHO
BapbHPOBATHCS. AHTHOMBI Ha KOXK€ OOBIYHO OOHApPY)KMBAIOTCS YK€ MPU POXKICHHUU, UMEIOT BT
«TpLIatomero miaTHay. CyI1oporu MosIBISIOTCS B MEpPBbIE TOAbI KU3HU, OOBIYHO HOCST OYaroBbIH
xapakrep. Y MHOTUX OOJbHBIX OHM 3aKaHYMBAIOTCS FEHEPATM30BAaHHBIM CYAOPOXKHBIM MPUIIAIKOM.
B03MOXHBI IPUCTYTIBI B BU/I€ MTHOBEHHBIX OTKIIIOUEHHUH CO3HAHMS, B3/IparuBaHu/, 3aCThIBAHUN. Y
HEKOTOPBIX MAlIMEHTOB BO3HMKAIOT CHUJIbHBIE NPUCTYNBI TOJIOBHOM OOJIM C pBOTOM (MUrpeHe-
nono0HbIe). [IporpeccupoBanue riaaykoMbl IPUBOAUT K CHIPKEHHUIO 3pEHHUs BIUIOTH /10 MOJIHOM cre-
notel. VI3 npyrux nposiBieHnid 60J1e3HM 9acTo BeTpeyaercs cinaboymue. [lpu nedennn 3aboneBanus
UCTOJb3YIOT MPOTHUBOCYIOPOXKHBIE M NICUXOTPOIHBIE CPEJICTBA, @ TAKXKe MPErnaparhl, CHIKAIOIINE
BHYTPUUYEPENTHOE U BHYTPUIJIA3HOE AaBlieHUE. B OTIENbHBIX CilydasX MpOBOAAT PEHTIC€HOTEPAIINIO
U HEHpOXUpYypruveckoe jieueHue [4].

Mgl nipeAcTaBisieM KIMHHYECKUH Cydail pa3BUTHS OCTPOro JmM¢poOIacTHOTO JIelko3a y ma-
LUEHTA C SHIEeQaTOTPpUreMIUHaIbHBIM aHrnomaTo3zoM Lltypre — Bebepa.

Kunnanuyeckuii ciay4yai

[TatenT A., 9 neT, NOCTYNnWII B TeMaTOJIOIMYECKOe OTAENEeHME Ui JeTel ¢ jkanobaMu Ha Io-
BBIIIEHNE TEMIIEPATyphl T€JIa, FOJIOBHYIO 0OJIb.

Belmeyka3annble xanoObl NOSBUIMCH 32 2 HeJleNu JI0 rocnuTanu3aniui. AMOyJIaTOPHO Majlb-
YUK TI0JTydal >XKapOTOHIDKAIOMINE TpenapaTsl, aHTHOAKTepHATbHYIO Tepamuio (KIapUTPOMUIIUH,
uedrpuakconom.) Ionoxkutenbuelil ad ekt ot nedeHns ObUT KpaTkoBpeMeHHBIM. [Ipu mabopatop-
HOM 00CJIeIOBaHUY B TIOJIMKIMHHUKE TI0 MECTY JKUTEIHCTBA B OOIEM aHAJN3€ KPOBH BBISBICH JINM-
¢dounTo3, noseimienne COD. Manbuuk Obljl HaNpaBJIeH HAa KOHCYJIBTAIMIO K IETCKOMY T'€éMaToJIory
Y TIpY TTIOBTOPHOM HCCJIEIOBaHUs OOIETO aHaIM3a KpOBH BhIsABICHO 14 % OnacTHBIX KieTok. Pebe-
HOK OBUI rocmMTanu3upoBaH B PecnyOinKaHCKUN HayyHO-IPAKTUYECKUH LEHTP paJAualliOHHON
MEJUIMHBI U 3KOJIOTUH YEJIOBEKa.

W3 anamMHe3a >KM3HU HU3BECTHO, YTO PeOCHOK pojmiics oT 2-il 6epeMeHHocTH. bepemeHHOCTD
MpoTeKana ¢ yrpo3ou npepeianus Ha 11-it u 32-if Henensix. Ha 11-i Henene 6epeMeHHOCTH MaTh
NepeHecia OCTPYI0 PECHUPATOPHYIO0 MH(EKIHIO, MoyJyaia napaneTaMosl 1 aMOKCUIIMIUIMH. PoJibl
COCTOSIUCH B 38 Hellenb OepeMEHHOCTH Iy TEM IJIAHOBOTO KecapeBa ceueHusl. ManbumK U3 IBOMHH,
poamiics BTopeiM. Bec mpu poxxknenun 2640 r. Jluarnos npu poxxaeHun: DHIEdaroTpureMuHanb-
HbIi anrnomaro3 ltypre — Bebepa, neBocTopoHHuit Jierkuii remunapes. B Bozpacre 8 mecses y
peOeHKa pa3BuiICs CyI0pOKHBIM CHHIPOM. Manbuuk HaOmoJaeTcs JETCKMM HEBPOJIOTOM, MIOCTOSHHO
MOJTy4aeT [IPOTHBOCYAOPOXKHBIE Mpenapatsl (enakuH). Ot 1-ii GepeMEeHHOCTH Y MaTepu POAMIICS J0-
HOIIICHHBIN 3/10pOBbIi MaibuuK ¢ BecoMm 4000 r., KOTOpbIM B MOCIEAYIOIIEM POC U Pa3BUBAJICS O BO3-
pacty. Marepu Ha MOMEHT 2-i1 6epemeHHOCTH — 33 rofa, oty — 34 rona. PoauTenu 310poBbI.

CocrosiHMe TpU MOCTYIUIEHUH B OTJCJIEHUE PACLIEHUBAJIOCh KaK TSKEIO€ 3a CUET CUMIITOMOB
o0melt MHTOKCUKaIMu. KoKHble OKPOBBI yMEepeHHO OJenHble, reMopparuii Het. B obmactu nuna
cjieBa OOLIMpHAs FeMaHIMoMa, PacpocTpaHseMas OT BUCOUHOM 00JIacTH, Mepexosiiasi Ha JIEBYIO
MIOJIOBUHY BEPXHEW YENIOCTH, 00JIaCTh JIEBOTO IJ1a3a, BEPXHIOK TPETh JIEBOW MOJIOBUHBI 11ieu. Ciu-
3MCTas MOJIOCTH pTa — OOIIMpHas remanruoma ciesa. [lepudeprueckue mumdoysisl He yBeauye-
Hbl. [leuens nanenupyeTcst Ha 2 cM HUXKe Kpasi pebepHoit nyru. Cene3eHka He MalbIHpyeTCs.

Ha MOMeHT nmocTyIuieHus B OT/eJIEHUE MOKa3aTeau o0Iero aHajanu3a KpoBU y HalueHTa Obuin
CJIeyIOIINE: JTEUKOIUTHI COCTAaBIIIN 6,9 X 109/.]'[, APUTPOIUTH — 3,4 X 1012/.]'[, remoryioons — 107 /1,
TpoMOOIIUTE — 173 X 109/.]'[, omactel — 14,5 %, muenorutel — 1,5 %, nmanoukosaepuasie — 6,5 %,
cermenTosiiepubie — 7,0 %, mumdorutel — 70 %, monorutel — 0,5 %, COD — 63 mm/4ac. [lpu
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HCCIIEIOBAaHUHM MUEIOTPaMMBbI BBISIBICHO 93 % 0JIacTHBIX KJIETOK, MPU LIUTOXUMUYECKOM HCCIIEO0-
BaHUU KOTOPBIX PEaKIUM HA MHUEIOMEPOKCUAA3y U JUMHUbI ObLTH OTpUIATeNbHMU. MIMMyHOIOTH-
YECKUE XapaKTEPUCTUKHU OJaCTOB COOTBETCTBOBAIM (DEHOTHUITY, XapaKTepHOMY JUIsl Tipe-mipe-B kiie-
ToK. [luToreHernueckoe uccieqoBaHue OJACTHBIX KJIETOK KOCTHOTO MO3Ta CTPYKTYPHBIX H3MEHe-
HUI XpOMOCOM HE BBISIBUIJIO, OJTHAKO U3 12 ObUIO BHIABICHO 4 MeTadasbl ¢ XpOMOCOMHBIM HaOOpOM
47 XV. Ilpu MOneKyIsIpHO-OMOIOTUYECKOM HCCIIEIOBAaHUH KIETOK KOCTHOTO MO3ra aHOMAJIbHBIC
rensl (BCR-ABL P210 P190; MLL-AF4 ¢ tpancnokarueii 4;11; TEL-AMLI1 ¢ tpancnokammeit 12;21)
He ObUTH BBIABIICHBI. AHAJIM3 JIMKBOPA MPU3HAKOB Helposneiikemun He BbisiBIIL. [Ipu MPT ronosno-
IO MO3ra BBISBIIEHBl U3MEHEHMSI, XapaKTEpHBIE JUIsl aHTUOMATO3a: CIIpaBa B JIOOHOH 1011€e onpeaess-
€TCsl KUCTa 8§ MM, C pacIIMpeHueM Cy0apaxHOUIATbHBIX MPOCTPACTB B JTOOHO-TEMEHHOI 00J1aCcTH U
MEXKITOJTyIIAPHOW IIETH B MEPETHUX OTHENaxX; B 00JIACTH TOJIOCA TPAaBO BUCOYHOM JOJIH OIpese-
JSIeTCSl apaxHoMIaabHas KUCTa pazmepamu 23 X 17 x 11 mm; mpaBbiii OOKOBOM >XeyA04eK MUpe
nesoro. [Ipm KT yepena u rosoBHOro Mos3ra BbISIBJI€HA KAPTHHA, COOTBETCTBYIOILAsS CHHAPOMY
[typre — Bebepa: cybapaxHOugaIbHbBIE TPOCTPAHCTBA U OOPO3/BI MO3ra HEPABHOMEPHO pacIIu-
PEHBI; OMPENENSIIOTCS MHOXKECTBEHHBIE MPOTSHKEHHBIE YYaCTKU OOBI3BECTBJICHUS MO KOpe 000omx
MOJIyIIApHii, B BOBJICUEHHBIX YYAaCTKaX KOpa HICTOHYEHA; KOCTU CBOJA 4eperia yTOJIIICHBI.

C yueToM aHAMHECTHUYECKUX TAaHHBIX, 0OBEKTUBHOTO OCMOTPA, MONYYCHHEIX PE3YIbTaTOB 00-
CJIeIOBaHMS MAIMEHTY ObLI BhICTaBJeH Auaruo3: Octpseiii tuMdoOaacTHeM Jieiiko3, L2, npe-nipe- B
BAapUaHT, CTaHJApTHAs TpyMIa pucka, Iepuo pasrapa.

[TarimeHT OCcMOTpeH odTaIbMOJIOTOM, BhICTaBieH Auario3: OU — ¢oHoBas aHrHONmaTus cet-
yatku, OS — BpOXKJIeHHAs TilaykoMa. J[eTCKMM HEBPOJIOroM BBICTABJICH AMArHO3: DHUE(DAIOTPH-
reMuHanabHBIN aHrroMaro3 ltypre — Bebepa. JIeBocTtoponHwMil erkuit remunape3. CUMIToMaTH-
YyecKasl SMHIJISTICUS ¢ HaJMYUeM YacThIX MOJUMOPGMHBIX MPHUCTYIIOB (T€HEpAIM30BAHHBIE TOHUKO-
KiIoHn4eckue). O61Iee Heopa3BUTHE PeUH 3 ypOBHS. 3aJepKKa IICUXUUECKOTO Pa3BUTHS.

[TarmenTy OBLIIO HAYATO MPOrpPaMMHOE JIeUeHHE: XxuMHoTepanus 1no nporokony OJIJI Mocksa-
bepnun-2015. Ha 36-i1 neHb NOCTUTHYTa KIMHHUKO-TemaTosiornyeckas pemuccus. Ha 21-i1 neHp
XUMHUOTEPANHUH TPUCOCIUHUIACH OCTpask PeCIUPATOPHAs BUPYCHAsI HHPEKIHS C MOABEMOM TeMIIe-
patypsl Tena 10 GeOpuIbHBIX TU(P U CYI0POKHBIM CHHIPOMOM C HATMIUEM MOTUMOPQHBIX MPH-
CTYNOB Ha (OHE mpuema JenakuHa. MallbiuKk OCMOTPEH JETCKUM HEBPOJIOroM, ObUIa yBETUYCHA
J103a JenaKkuHa U Ha3HauyeHa ModeronHas tepanus. Ha 7-e snmu3oga OPBU cyTku coctosiHue mManb-
YMKa CTa0MIN3HPOBAIOCH, OblJIa BO3OOHOBICHA XUMHOTEpanus. B Tedenne nocneayommx 9 mecs-
LIEB CyJOpPOrH HE BO30OHOBIsUIMCH. B HacTosiiee Bpems MAlMEHT MOJydYaeT MOAECpPKUBAIOUIYIO
XUMHOTEPANUIO B aMOYyJIATOPHBIX YCITOBHSIX.

Boieoow

bonbuias posp B pazButiu omyxosei, B ToM uucie OJIJI, npuHaaiexuT NoBpeXaeHUsIM C ay-
TOCOMHO-JOMUHAHTHBIM TUIIOM HACIE€OBaHUsA. AyTOCOMHO-JIOMHUHAHTHBIE CHHIPOMBI OXBATHIBAKOT
OOJIBIIMHCTBO CEMEil ¢ MOBPEKACHUSIMU €AMHCTBEHHOTO T'€Ha, U 3TO MPUBOAUT K MOBHIIICHHOMY
PHCKY pa3BHTHS 3JIOKAYECTBEHHBIX 3a0oJyieBaHui y Aetei [1]. OTdueTnuBo onpeneneHo 3HaYeHUE
TeHETUYEeCKHX (aKTOPOB, O YEM CBHJICTEILCTBYET yBEIMYCHHE 3a00JIEBAEMOCTH JIEHKO3aMH TpH
oone3nu Jlayna, cunnpome Knsiindensrepa, anemun PaHKOHHM, CHHIApoMEe bitoma, cuHApOME
Buckorra — Onapuya [2]. Bnepssie 3a 6onee yem 40-71€THIOIO HCTOPUIO IETCKOW reMaToIoruye-
ckoil ciyx0b1 ["'omenbsckoit obmactu 0bu1 BeisiBiieH OJIJI y pebenka ¢ sHIIedanoTpureMuHaIbHBIM
anrunomatosoM lItypre — BebGepa. bnarogaps Tepanuu coBpeMEHHBIMU IPOTHBOCYAOPOKHBIMU
rpernapaTamMi ¥ NpOrpaMMHON MOJUXUMHUOTEPANINH Y JAHHOIO MAalMeHTa MPOrHO3UPYETCs MOJI0-
KUTENBHBIA Pe3yNIbTaT COYETaHHON Tepanuu. HeoOXoIMMO MOMHHUTH O TOM, YTO JETH C BPOXK-
JEHHBIMH AaHOMAJIbHBIMU CHHJIPOMAaMH HMMEIOT MOBBIIMICHHBIM PHUCK Pa3BUTHS 3JI0KaYE€CTBEHHBIX
HOBOOOPa30BaHUH.
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