








Ta6sinna 1. 061 ee KOJIMYeCTBO NEPBUYHBIX Jieliko30B 2020-2025 rr.

HUtoro: Bece 0J1 693, us Hux 503 OJIJI (72.5%), 190 (27.4%) OMJI

st cpaBHeHwus, 32 2011-2015 rr. BeisiBsieHo 453 cayvas: OJIJ1 - 356 (78,6%), OMJI - 97
(21,4%). TakuM 06pa3oM, 0611ee YUCI0 O0JbHBIX YBEJUYUI0Ch, HO cooTHoleHue OJIJ1/OMJI
0CTaJIOCh MPUMEPHO TEM Ke.

Ta6sinia 2. O611ee KOJIMYeCTBO NMEPBUYHBIX Jieliko30B 2011-2015 rr.

HUtoro: Bece OJ1 - 453, u3 Hux 356 (78.6%) 0J1J1, 97 (21.4%) OMJI.

B o6eux Bbri6opkax (2011-2015 mu 2020-2025 rr.) Habaopaetca goMuHupoBanue OJIJ1
(70-80%). Iluk 3a60sieBaeMOCTH COXpaHAeTCsA B BO3pacTHOM rpynie 1-5 JieT, ofHaKo 3a Ie-
puog 2020-2025 oTMeuyaeTcs yBeJMYeHHe YU CIa NaleHToB cTapiue 10 seT.

Bo3spacTHoe pacnpejesieHue

e 0JIJl HaubGosiee 4aCTO AUATHOCTHUPYeTCS B Bo3pacTe 1-5 et (g0 kosebietcs ot 35% 10
55% exxeroaHo).

e Jlona OJI/1 y neteui ctapiue 10 seT coctaBiseT oT 16% 10 31% B pa3Hble Tofbl.

e Cpexu nanueHtoB muague 1 roga yacrora 0J1J1 He npeBbiaeT 8-9% u feMOHCTpUpPYeET
TEH/JIeHL[UI0 K CHHXKEHHUIO.
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e OMJI yaie BcTpeuaetcs y getel ctapiue 10 set: B 2012, 2015, 2022 u 2024 roaax mos
nalyeHTOB 3TOW KaTeropuu coctanJsieT 6oJiee 40% Bcex ciyyaeB OMJL.
e B mutagmux BospacTtHbix rpynnax OMJI BcTtpedaeTcs pexe.
Pacnpegenenune no ®Ab-kinaccupukanum 0J1J1
[Ipu ananuze nokaszatensa 2020-2025 rr. ocTpbIx IMMP0O6IaCTHBIX Jieliko30B 1o PAB-k1ac-
cuUKal UK BbISIBJIEHO JJOMUHUpPOBaHWe BapuaHTa L2. Ha npoTskeHHUU Bcero nepuoza Ha ero
JlOJII0 IPUXOJIUTCSI OCHOBHAS YacCTh CJIy4aeB.
e Cpenu geteit 1-5 set o L2 cTtabunbHO camas BbICOKasi — [10Jisl 3200J1€BUINX 3TUM TH-
nom OJIJI cpegu netelt JaHHOW BO3PAaCTHOM KaTeropuu cocrapiseT 46,8%.
e [logTun L1 BcTpevyaeTcs pexe, IperMylieCTBeHHO Y AeTel 1-5 u 5-10 seT.
e [lloaTun L3 BcTpevyaeTcs eJUHUYHO, IPEUMYIIECTBEHHO YV AeTel MJAJIIUX U CPEeJHETO
Bo3pacrta (1-5, 5-10 sieT).
[ mnagenues (0-1 r) yauie Bctpevaetcs L1 u L2.

Ta6avua 3. KosmmyecTBO 60JIbHBIX TIEPBUYHBIM JIEKKO30M
no ®Ab-knaccupukanuu OJIJ1 (2020-2025 rr.)

Or5-10a

17 | 15 | 14 | 14

Uroro: L1 -177 (35.2%), L2 - 314 (62.4%), L3 - 12 (2.4%)

3a2011-2015rr:
e noMuHHUpOBaJ noatu L2, ocobeHHo B Bo3pacTe 1-5 u 5-10 s1eT;
e L1 BcTpeuasica pexe, NpeUMyILECTBEHHO y eTel Ma/Iliero U CpeJHero Bo3pacTa;
e L3 nmpakTrhyecku He BCTpeyasicd

Ta6arua 4. KosimyecTBO 60JIbHBIX TIEPBUYHBIM JIEHKO30M
no ®Ab-knaccupukanuu OJJ1 (2011-2015 rr.)

Or5-10a

Wroro: L1 - 137 (38.5%), L2 - 207 (58.1%), L3 - 12 (3.4%)

Pe3roMupys, orMmetuM, 4yto ctpykrypa OJIJI no ®PAB He usmMeHnusaco 3a 10 jieT: ZJOMUHUPYET
L2, L1 pexe, L3 ocTtaéTtca equHU4HBbIM. [I1K 3a60/71€BaeMOCTH NPUXOAUTCS HA 1-5 JieT.
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Pacnpepenenue no ®PAb-kinaccupukanyu OMJI
OMUJI xapakTepu3yeTcsl 60Jiee BbIpaKeHHbIM pa3H006pa3ueM MOpPO0ruyeCKUX MO TUIIOB.
Yaue Bcero BctpedatoTcs BapuanTel M1, M2, M3 u M7, pexxe - MO u M4. CiiyyaeB M6 He BbISIBJIEHO
(4TO corslacyeTcs ¢ MUPOBBIMM NOKa3aTeJsIMU, TJie 3pUTPOJIENKO3 Y leTel BCTpeyaeTcsl KpaiiHe
pesiko — MeHee 1%).
Oco6eHHOCTH BO3PacTHOIO pacnpe/ejleHus:
e Y muazeHues (0-1r) BoisiBJIeHbI eJMHUYHbIE caydyau MO, M1, M4 u M7.
e B rpynne 1-5 net gomunupyrot M7 (46%) u M1 (19%), Ha BTOpOM MecTe IO 4acTOTe
BcTpeyaemoctu M2 (6,3%), M3 (7,9%), M4 (7,9%), M5 (11,1%).
e Cpenu neteid 5-10 set yauie Bctpevatorcsa M1 (27,1%), M2 (39,6%) u M3 (20,8%).
e Jlnga nanueHToB ctapiie 10 seT npeobsagarT noaTunsl M1 (29,8%), M2 (31,6%) u M3
(26,3%); BcTpeuatoTcs otaeabHble caydan MO (3,5%) u M7 (3,5%).

Ta6sivua 5. KosimyecTBO 60/1bHBIX IEPBUYHBIM JIEHKO30M
no ®Ab-knaccudpukanuu OMJI (2020-2025 rr.)

OTr5-10n

Wlw|H~ |-

1
8 |4
2

Utoro: MO - 5 (2.6%), M1 - 45 (23.7%), M2 - 42 (22.1%), M3 - 33 (17.4%), M4 - 14 (7.3%),
M5 - 10 (5.3%), M6 - 0 (0%) , M7 - 41 (21.6%)

JunHamuka Bo BpemeHu (2011-2015 vs. 2020-2025):
e B 2011-2015 rr. 0CHOBY CTPYKTYpPbl TaKKe COCTaBJsJIU noATUNbI M1-M3 (%), 3Hauu-
TeJIbHO pexe BcTpedaarncb M4 u M5; MO u M7 6bl/IM e JUHUYHBIMU, M6 OTCYyTCTBOBAJI.
e B 2020-2025 rr. coxpaHsieTcsl 0611asi CTPYKTYpPa, 0OAHAKO YBEJUYHUJIOCh YUCJIO CAydyaeB
M7 y netei Bo3pacTHbIX rpymmn 0-1 r. 1 1-5 JieT; NOSABUJINCH HECKOJIBKO HOBBIX Cy4aeB
MO, Torza Kak B IpeAbIyleM Iepruo/ie OHU BCTpedyaJluch e JUHUIHO WA OTCYTCTBOBAJIHU.

Ta6suna 6. KosinuecTBO 60/1bHBIX TEPBUYHBIM JieHKo30M 1o PAB-kiaccudukanuu OMJI
(2011-2015rr.)

Or5-10a
un | 2m3 | 204

2 -

1
il B
1
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Wroro: MO - 4 (4.1%), M1 - 29 (29.9%), M2 - 25 (25.8%), M3 - 18 (18.6%), M4 - 8 (8.2%),
M5 - 4 (4.1%), M6 - 0 (0%) , M7 - 9 (9.3%)

B MexxayHapoJHbIX Uccaef0oBaHUAX AeTCku OMJI Tak:ke 4dallje Bcero npejcTaBJieH MOJ-
Tunamu M1-M3, a pegkue BapuanTel (MO, M6, M7) BcTpevarTcs cnopagudecku. [lis fetei
paHHero Bo3pacTa xapakTepHa 60Jiblias A0/ M7, 4To Mbl HabJI10JJaeM U B HallleM LIEHTPE.

Takum o6pasom, cTpykTypa 3a6oseBaeMoctd B HIIIu/X B 11€J10M COOTBETCTBYET MHUPO-
BbIM JIaHHBIM, O/JHAKO yBeJIMYeHHe 4YacTOThl peAKUX nogrumnos (M0, M7) B nocsiefHUe robl MO-
’KeT yKa3blBaTh HAa KaK Ha yJy4ylleHUe JUarHOCTUYeCKUX BO3MOXXHOCTEM, TaK U Ha peasibHOe
yBeJIMYeHre KOJIMYeCTBa peIKUX N0ABapUaHTOB.

CtpykTtypa OMJI B HalleM LieHTpe NPU CPaBHUTEJbHOM aHaJM3e He U3MeHUJIaCb, OCHOBY
coctaBssAloT M1-M3, ognako u g1 OMJI B nociieHUe ro/ibl HAOJIOAAETCS POCT JIOJU PeJKUX
¢dopm (MO, M7), 4To COOTBETCTBYET MUPOBBIM HAOJIIOAEHUSIM 0 60Jiee BbICOKOM BCTPEYAEMOCTH
3TUX MOJATHUIIOB y leTel MJIaJILIUX BO3PACTHBIX IPYIIIL.

O6cyscdeHue. TlonyyeHHble pe3yibTaTbl COOTBETCTBYIOT JIMTEPATYPHBIM JJAHHbIM O MUKe
3ab6osieBaemoctu OJIJI B Bo3pacTe 1-5 sieT. CpaBHEHMeE [IBYX 1EPUO/0B MTOKA3bIBAET, YTO CTPYK-
Typa 3abosieBaeMocTy He uaMeHusack: OJIJI npeob6aagaet Hag OMJI, nUK NPUXOJUTCS HA paH-
HUH JOIUKOJIbHBIA BO3pacT. [Ipy 3TOM o6liee KOJIM4YeCTBO OOJIbHBIX yBeJWYUI0Ch (C 453 B
2011-2015rr. 1o 693 B 2020-2025 rr.).

Jiss OMJI xapakTepHO 60Jiee paBHOMEpPHOeE pacnpe/iesieHue MoABapUaHTOB C NpeobJiaa-
HUeM y ieTel cTtapuiero Bo3pacra (crapue 10 set). B 2020-2025 rr. oTMe4aeTcsl yBeJIMYeHHe
4y CJla BbIIBJIEHHBIX peiKUX NoATUNOB (M7).

CnenyeT y4uUThIBATh 3TH JlaHHbIe NIPU OpraHy3alnMyu paboThl OTJeJeHUH OHKOreMaToJ10-
MU U NOATOTOBKE KaJ|pOB.

Ananus no ®Ab-knaccudukanu nNoTBEPAUI 001He 3aKOHOMEPHOCTHU:
Jnsa OJIJ1 BegymuM noATUNOM ocTaétcd L2, 4To corylacyeTcss C MUPOBOM CTaTUCTUKOW,
0CcoO€eHHO AJ1d fAeTel 1-5 JieT, rae nuk 3a60JieBaeMOCTH MaKCUMaJleH.
[TogTun L1 BcTpevaeTcsl pexxe, HO COXpaHsSeTCs BO BCeX BO3PACTHBIX IPyIIax.
L3 ocTaéTca Ka3yuCTUYECKUM U TpeOyeT JONOJHUTEJTbHON MOJIEKYJSpHOU BepuduUKa-
LJMM, TaK KaK 4acTo accouupoBaH c Jiumpomoiut bépkurra.
OMJI feMmoHCTpUpPYeT 60Jiblliee MOPPOJIOTHUUECKOE pa3HOOOpa3Ue.
e Yacrtora nogrunoB M1-M3 yka3sbiBaeT Ha HEOOX0AUMOCTb JUddepeHIMPOBAaHHOM Aua-
THOCTHUKM U clleljiPprUyecKoro noAdopa Tepamnuu.
e BrisiBnenne M7 y MyiaZleHI|eB U JeTel MJaJlIero Bo3pacrta COOTBETCTBYET JIUTEPATYP-
HbIM JIaHHBIM, TaK KaK Merakapuo6/1acTHbIM JIEMKO3 Yallle BCTpe4yaeTcs Yy MaJlblllen.
e OtcyTcTBHe ciydaeB M6 cBUeTeNbCTBYET O KpalHe peJKOM BCTpe4YaeMOCTH IpUTPOJIEN-
KO03ay JleTeu.

[losiyyeHHble JaHHble NMOJAYEPKUBAIT HEOOXOJUMOCTb pacliMpeHHOU MopdoJioruye-
CKOH, LUTOreHeTUYEeCKOW, MOJIEKYJIIPHO-TeHETUYECKOU JIMaTHOCTUKHA U UMMYHO(DEHOTUIIU-
poBaHusA. KoMn/ieKCHbIN MOJX0/ MO3BOJISIET MOBBICUTh Ka4yeCTBO BepUPUKALIMU AUArHO33,
CBOEBPEMEHHO BbIABJAATH peJiKue NOATUIBI 3a00JieBaHUA U ONTUMU3UPOBATh BbIOOD Tepa-
MUH.

3akaoveHue. AHaU3 3a60/1eBaeMOCTH NIEPBUYHBIM JIEKO30M B HalleM LeHTpe 3a 2020-
2025 rr. nokasaJs crabusibHoe npeo6saaanue OJIJ1 Hag OMJL. CpaBHUTEIbHBIN aHAJINU3 C JAHHBI-
Mu 2011-2015 rr. nogTBEpAUJ COXpaHEHHUE 00IEN CTPYKTYPbI, HO BbISIBUJI POCT aOCOIIOTHOTO
4y cJla NallMeHTOB U yJydllleHHe JJUalrHOCTUKHU peJIKUX Mopdoornyeckux noATunoB. Han6osb-
1as Harpyska Nno-npexxHeMy NPUXOAUTCA Ha rpynny jeteil 1-5 jieT, 4TO AUKTYeT HEOOXOAU-
MOCTb paHHeH JJMarHOCTUKU U CBOEBPEMEHHOI'0 HayaJsla TepanuH.

9T AaHHble BaXKHbI A/ GOPMUPOBAHUSA NPOTOKOJIOB TEPANUH, MOJATOTOBKHU CIeLUaJIN-
CTOB U IJIAHUPOBaHUs JIabOpaTOPHOT0 0becrneyeHusl.
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BOKIPBAN I'C, HUA30B IILIIL, KUAJTBEKOBA X A.

PAHHMUE OC/I0OKHEHHUA ITOCJIE HR-BJIOKOB I'PYIITIBI BICOKOI'O PUCKA
IMPU OCTPOM JIMM®OBJIACTHOM JIEUKO3E

AO «Hay4HbIN LleHTp NeJuaTPUU U AeTCKOU XUpyprum», Anmarsl, Kazaxcrtan

AxkmyasnvHocme. OcTpbiid 1nMo6aacTHbIN neiiko3 (0J1J]) aBaseTcsa HanboJiee YacTbIM 3J10-
KaueCTBEHHbIM HOBOOOpa30BaHMEM B NeJUaTPUYECKOU MONYIALUH, COCTaBJIsASA 0KoJ10 25% Bcex
c/lyd4aeB paka y AeTel. 3a mociefHue JeCATUNETUS 6arofaps CTpaTUPUKALUU MalMeHTOB Ha
IpYIbl pUCKA U IPUMEHEHUI0 PUCK-aJAITUPOBAHHOM MOJIMXUMUOTEPATNIUU YAAI0Ch I0CTUYb BbI-
JIAIOLIMXCs pe3y/IbTaTOB, C 001ell BbDKUBAEMOCThIO, NpeBbilatoniei 90% B pa3BUTBIX CTpaHaX
[1]. OzHako, HECMOTPSA Ha 3TOT NPOTrpecc, JieueHre NallueHTOB, OTHECEHHBIX K I'PyIIie BbICOKOTO
pucka (HR), ocTaeTcst ogHOM M3 caMbIX CI0KHbBIX 33/1a4 B /IeTCKOW OHKOT€MaTOJIOTHU.

OcHOBO# Tepanyu JaHHOU rPyNIbl NAllUEHTOB SIBJSAITCS UHTEHCUBHBIE POTOKOJIbI, TAKUE
kak AIEOP-BFM ALL 2009, uenbto KOTOPBIX ABJSAETCA 3pPaiMKALMS OCTATOUYHbIX JIEMKEMHUYECKUX
KJIETOK 3a CUET 3CKaJIallMU /103 U KOMOMHAIUU [IUTOCTAaTHYeCKUX penapaToB [2]. KiitoueBbIM aJ1e-
MEHTOM 3TOH CTPaTeruu siBJSIIOTCS TaK Ha3blBaeMble BbICOKOI03HbIe 0J10ku (HR-6/10k1), BKIIIO-
yarllye BbICOKHE [103bl METOTPEKCaTa, IUTapabrHa U APYyrux areHToB. Takasg MHTeHcupuKausa
HeHn30eXXHO CONpsKeHa C BBICOKMM PUCKOM Pa3BUTHUSA TSKeJIbIX, IOPOM KU3HEyrPOXKaLUX, OC-
JIoxkHeHUU. CIEKTP TOKCUYHOCTH YpEe3BbIUallHO LIUPOK U BKJIOYAET IVTYOOKYI0 MUEIOCYTIPECCHUIO,
TsKeJsible UHQEKIUY, NopaXKeH e NeYeHH, CJIM3UCThIX 000/104Y€eK XKely/J0UHO-KUILIEYHOT 0 TPAKTa,
a TaKKe HEMPOTOKCUYHOCTb.

XoTs o61ue npodrId TOKCUYHOCTU MeX/JYHapOAHbIX IPOTOKOJIOB XOPOIIO 33/I0KyMEeHTHPO-
BaHbl B paMKax KPYNHbIX MHOTOLIEHTPOBBIX UCCJIEe0BAaHUH, JJAHHbIE U3 PEAbHON KJIMHUYECKOU
IPAKTHUKH OTJEeJIbHbIX LIeHTPOB UMEIOT OrpOMHOe 3Ha4eHue. OHU N03BOJISIOT He TOJIbKO BepUdu-
LIMPOBAaTh BOCIIPOU3BOAUMOCTD Pe3y/IbTaTOB OPUTMHAIbHBIX IPOTOKOJIOB, HO U BBIIBUTD ClIELIU(U-
YyecKHe NpobJieMbl, CBI3aHHbIe C 0COOEHHOCTSMU NOMYJIALIUY, TeHETUYeCKUMU GaKTOpaMH, a TaKKe
C IPUHATHIMU B KJIMHUKE MPOTOKOJIaMH CONPOBOAUTE/ILHOM TepanuHu. /leTalbHbIi aHa/IM3 4acTo-
Tbl, CTPYKTYPbI U, YTO Hanb0J1ee BaXKHO, KJIMHUYECKUX II0C/1e[ICTBUM paHHUX OCJI0XKHEHUH SIBJISIeTCS
byH1aMeHTOM J/11 pa3pabOTKU U COBEPLIEHCTBOBAHHS JIOKAJIbHBIX CTaHAAPTOB NO/lep>KUBaOLLe-
ro Jie4eHusl, HallpaBJIeHHbIX HAa CHXKEHHEe TOKCUU€eCKOM JIeTa/IbHOCTH, YJIy4llleHue NePpeHOCUMOCTH
TEpanyu ¥, B KOHEYHOM UTOTE, Ha MOBbILIEHUE 0011lel BBKUBAEMOCTH MAIlUEHTOB.

Llenb uccaedosanus. OnpefenuTb 4aCTOTY, CTPYKTYPY M KJIMHU4YeCKOe 3HaYeHHe PaHHUX OC-
JIOXKHEHHUU NocJie poBeJleHUs Tpex nocjieaoBaTeibHbIXx HR-6s10k0B y ieTeit ¢ OJIJ] rpynnbl BbICO-
KOT'0 PUCKa, NT0JIy4aBIIUX Tepanuo 1o nporokosay AIEOP-BFM ALL 2009.

Mamepuasawst u Memooul. [IpoBefieHO peTpPOCIEKTHBHOE MOHOLIEHTPOBOE KOTOPTHOE HcCIle-
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JloBaHMe. B aHa/nu3 6bL1M BKJIIOYEHbI Bce nalueHThl (n=43) B Bo3pacTe oT 0 70 18 sieT c BnepBble
ycTaHoBJIeHHbIM AuardHo3oM OJ1J], ctpatuduipoBaHHble B IpyINy BbICOKOI'0 pUCKA M HAaYaBIIUe
Tepanuto no npotokosy AIEOP-BFM ALL 2009 B otnenenusax oukoreMatosiorud AO «Hay4yHbii
LeHTp NeAUaTPUU U JeTCKON XUPYyprun» B nepuoz, ¢ suBaps 2022 no gexkabpp 2024 roaa.

Kpumepuu ekatoueHus u uckawoveHus. KputepueM BKJIIOUeHHUS ABJAJIOCh HA4a/I0 Tepanuu
no npotokosy AIEOP-BFM ALL 2009 B ykazaHHbIM niepuo/f. U3 puHa/IbHOTrO aHaM3a TOKCUYHO-
ctu HR-6/10k0B 66111 Hckt0deHbl 6 (13,9%) nauueHToB. [IpUYMHBI HCKJIIOYEHUS ObLIU Clefy-
IOLMMU:

e PaHH$I J1IeTa/IbHOCTb HAa UHAYKIUOHHOH dase Tepanuy, o Hayasa HR-6s10koB (n=3);

e [lepeBo/ Ha cTaHAAPTHBIN MPOTOKOJ BBUAY OTKa3a PoJUTeel OT MHTeHCUPUKALIUY Jie-
yeHusd (n=1);

e CBepXpaHHUN KOCTHOMO3TOBOM pelyauB A0 Hadasa HR-6/10k0B, mOTpe6oBaBLINM CMEHBI
Tepanuy Ha NPOTOKOJI JI/1S peliuUBOB (n=1);

e JleyeHue no anbTepHaTUBHOMY npoTokosy (MLL-baby) B cBsi3u ¢ HanuuueM KMT2A-pea-
pPaHXMPOBKU U BO3pacTOM nanueHTa (n=1).

Takum 06pa3oM, UTOroBast KOroprta /iJisl eTaJlbHOI'0 aHa/M3a TOKCUYHOCTU cocTaBuaa 37
NaLMeHTOB, MOJYYUBUIMX KaK MUHUMYM ouH HR-6J0k. [leMorpaduyeckre U KIMHUYECKHE Xa-
pPaKTepUCTHKHU NaLMeHTOB Npe/icTaBieHbl B Tabaune 1.

C6op daHHbIX U oyeHka mokcuvyHocmu. /laHHble ObLIM NOJY4YeHbl yTeM aHaIu3a MeJULUH-
CKHUX KapT CTallMOHApHOro 60JbHOTrO0. PerucrpupoBanuce geMorpaduyeckre nokasaTesu, Aua-
rHO3, /]aThl IPOBe/IEHUs] XUMUOTEPAINH, JaHHble JJaO0paTOPHBIX U UHCTPYMEHTAJIbHBIX UCCJIe-
JIOBaHUM, a TaKXe KJIMHUYEeCKHe NPOSABJEHUA TOKCUYHOCTU. CTeneHb TKECTH OCJIOKHEHHUH
olleHMUBasach o umkase Common Terminology Criteria for Adverse Events (CTCAE), Bepcus 5.0.
Jl1s1 KaXK,0T0 NaleHTa U KaXKJ0ro BU/ia 0CI0KHeHUs GUKCHMpOBaiach MaKCMMaJ/lbHas CTeNeHb
TOKCUYHOCTH, 3aperUCTPUPOBaHHasA B IEPUOJ IPOBEJIeHUS U B IOCTTEPANeBTUYECKYH0 (a3y Kax-
Jioro U3 Tpex HR-6/10k0B.

Cmamucmuyeckuli aHaau3s. /Ins1 06paboTKU JaHHBIX UCI0J1b30BaJIOCh POrpaMMHOe obecrie-
yeHue Microsoft Excel. [IpyuMeHsiiuch MeTObI ONIMCATENbHON CTATUCTUKU: JJ1s1 KOJIMYECTBEHHBIX
JIAaHHBIX PacCYUTHIBA/IMCh MeJiMaHa U JMaNa3oH, [Jis KaueCTBEHHBIX — abCOJII0THbIE U OTHOCHU-
TeJIbHbIEe YaCTOThI (IPOLLEHTHI).

Ta6svua 1. lemorpadudeckue U KIMHUYECKME XapaKTePUCTUKU NaLueHToB (n=37)

IlokasaTe b 3HaueHHue
Bospact
CpenHui#i Bo3pacT (AUanasoH), JeT 8,8 (1-17)

Pacnpejenenue mo rpynmnam, n (%)

1-3 rozga 11 (29,7%)
4-10 net 13 (35,1%)
10-14 net 6 (16,2%)
>15 jeT 7 (18,9%)
[Ton

Mausibuuky, n (%)

28 (75,7%)

JeBouky, n (%)

9 (24,3%)

WmMmyHosorndeckuid BapuaHt OJ1J]

B2 OJ1J1, n (%)

16 (43,20%)

T-nunerinbiit OJ1J1, n (%)

14 (37,83%)

B3 OJ1J1, n (%)

4(10,81%)

B1 OJIJ1, n (%)

3 (8,1%)

39



Pe3ysnbmamul u 06cyxcdeHue. AHaIN3 NepeHOCUMOCTH UHTEHCUBHOW XMMUOTEpPANKUHU N0-
KasaJl LINPOKUH CIEeKTP OXKUaeMbIX OCJI0KHEHHUH.

lemamosozuveckasi mokcuuHocms, Kak U 0xuZianoch, rinybokas Muesocynpeccus 3-4
CTeNleH!U ABJIAJIaCh YHUBEPCAJIbHbIM U NPOTrpaMMHbIM OTBETOM Ha NpoBeseHue HR-6/10k0B.
Y 100% nauuenToB (37 u3 37) 661U 3aQUKCUPOBaHbl HEUTpoNeHUs 4 cTeneHHu, TPOMOOIU-
ToneHud 4 cteneHU U suMdoneHus 4 creneHu. AHeMUs 3 CTelleHU TaKXKe OblJa 3aperucTpu-
poBaHa y BCeX NallMeHTOB, OJJHAKO aHeMHUS 4 CTelleHU He Obljla OTMeuyeHa HU B OJJHOM CJyYae.

Wudekyuu crany BeAyllUM N0 YaCTOTE U KJIUHUYECKOW 3HAYMMOCTU HereMaToJioruye-
CKUM OCJIO)KHEeHHeM. B o611elt cioxkHOCTHU Tskesble (3-4 cTeneHu) MHOEKI UM ObIIU 3aperu-
cTpupoBaHbl y 26 nanueHToB (70,3%). Haubosiee yacThiM nposiBjieHUEM 6blia pebpuibHas
HelTponeHUs. CeNTUYECKUH OK (TOKCUYHOCTD 4 CTeNeHHU), NOTpeO6OBaBIIUKA UHTEHCUBHOMU
Tepanuy, pa3Buica y 1 nayuenTa (2,7%). PasBuTue TskesblXx MHPEKLUNA HANPAMYIO BJIUAJIO
Ha pecypchbl CUCTEMBI 3/paBOOXpaHeHus, TpeOys Ha3HauYeHUs1 HECKOJIbKUX IMHUU aHTUbaKTe-
pUaJbHOU U NPOTUBOTPUOKOBOW Tepanvu U YAJIUHASA CPOKMU FOCMUTANU3ALUU B CPeIHEM Ha
7-10 gHel Mo CpaBHEHUIO C MallMeHTaMU 6e3 UHPEKIUOHHbIX OCJI0KHEHHU .

[ToBbIlIeHHE YpOBHS NeyeHOUYHbIX TpaHcaMuHa3 (AJIT/ACT) 3-4 cteneHnu Ob1/10 3apUKCU-
poBaHo y 19 nauuenToB (51,4%). 3TO OC/I0KHEHHUE UMeJIO IPSIMOe BJIMSHUE Ha COOII0JeHne
npoTokoJia: y 3 nauueHToB (8,1% oT Bcell KOTOPTHI) U3-3a BbIPAXKEHHOU renaTOTOKCUYHOCTH
noTpeboBaiach OTCPOYKA CJIeAYIILero Kypca XMMHUOTepaNnuy, YTO NOTeHL{MaJIbHO MOIJIO TO-
BJIMATH Ha 9O PEeKTUBHOCTD JIeYeHHUH.

[TopaxkeHue cinusucToix 060s104ek XKKT 661710 4yacThIM oc/10)kHeHUeM. TsKe bl MyKO3UT
(ctomaTuT) 3-4 cTeneHu pa3Buicay 13 nagueHToB (35,1%). KninHu4Yeckas 3Ha4uMMOCTb 3TOTO
OCJIO)KHEeHHS Obla BbICOKA: 5 M3 3TUX nauueHTOB (13,5% oT Bcell KOropTthl) u3-3a 60J1€BOT0
CUH/pOMa U HEBO3MO>KHOCTH 3HTEPaJbHOI0 MMTAHUSA HYKJaJIMCh B HA3HAaYe€HHUHU [10JIHOT O a-
peHTepasibHOTO MUTAHUS HA CPOK OT 7 1o 14 nHell. [luapes 3-4 creneHu 6bl1a oTMeyeHa y 10
(27,0%) nanyeHTOB, a TOIUHOTA U pBOTa 3-4 cTeneHu -y 11 (29,7%).

Jlpyrue cepbe3Hble 0CJI0XKHEHUS BCTpedaauch pexe. [laHkpeaTuT, nepudepudeckas Hell-
POTOKCUYHOCTb U TeMOpparuiyeckuil CMHpoM (KpoBoTedeHHUs) 3-4 cTelneHU OblIM OTMeYeHbI
no 2 nauueHTa (5,4%) B KaXKJ01 KaTeropuu. BaxxHo oTMeTUTB, 4TO Tskeson (3-4 cTeneHu)
HePPOTOKCUYHOCTU M KapAUOTOKCUYHOCTH B UCCAeLyeMON KOropTe 3aperucTpUpOBaHO He
6bLI10.

JlaHHOe HcceloBaHUe NpeJCTaB/seT COO0M AeTaJlbHbIA aHaJIN3 TOKCUYHOCTH BbICOKO-
JO3HOU XxuMHoTepanuu y aeteu ¢ OJIJI BBICOKOTO pYCKa B YCJI0BUAX PeaJbHOM KJIMHUYECKON
NpPaKTUKHU OJJHOTO U3 BeJYIUX NeJUaTpUiecKux LeHTpoB Kaszaxcrana. [losiydeHHble HAMHU pe-
3yJIbTaThl B L[€JIOM COIJIACYIOTCS C JaHHBIMH, ONYOJMKOBAaHHBIMU MeX/yHapOJAHbIMHU KooIle-
pPaTUBHBIMU I'pynnaMH, OJHAKO UMEIOT PsJi BAXKHBIX 0COOEHHOCTEH.

CTonpoueHTHasA 4acToTa TSAXeJOM MHUEeJOCYNIPeCcCUU SIBJSETCA OXHUJaeMbIM M, boJiee
TOr0, HEOOXOJUMBbIM YCJOBHUEM [JIl OCTHXKEHUS NMPOTHUBOJIeHKo3HOoro s¢pdekra. OgHaKO
KJIIOUEeBBIM BbIBOJIOM Halllel paboThI ABJISI€TCA Ype3BblYailHO BBICOKAsA YaCTOTA TAXeJIbIX UH-
beKLUMOHHBIX OC/l0KHeHUH, focturaromas 70,3% [2]. ITOT nokasaTesb CONOCTAaBUM C JaH-
HbIMH OPUTHMHaJIbHOTO uccaegoBaHusa npotokosia AIEOP-BFM 2009, rae yactoTta TsaXesbIX
MHbeK U TakXKe OblJla OCHOBHOU Np06JieMOW. ITO NOATBEPKJAET BbICOKY BOCIPOU3BO/U-
MOCTb TOKCUYECKOT0 Npodu/isi NPOTOKOJIA U OJAYEPKHUBAET, YTO UMEHHO HH(EKLUH SBJSIOT-
€Sl «aXUJIJIeCOBOU NATOU» coBpeMeHHOM Tepanuu OJIJI. YBesimyeHue CPOKOB roCnUTANM3aL AU
U NOTPeOHOCTh B aHTUOUOTHUKAX pe3epBa, IPOJEMOHCTPUPOBAaHHbIE B Halllel paboTe, SABJA-
I0TCA IPSAMBIM KJIMHUYECKUM U papMaKOIKOHOMHUYECKUM CJIeICTBUEM 3TOTO OCJI0XKHEHHUS.

BTOpbIM 110 3HAYUMOCTH CTaJI0 NOpPaKEHU e NeYeHH, BbISIBJIEHHOE 6oJiee YeM y N0JIOBUHbI
nauueHToB (51,4%). Heo6X0AMMOCTb OTCPOYKM Tepanuy y 4aCTH U3 HUX NOJAHUMAET BaXKHbIN
BOIIPOC O GajslaHce MeX/y CO6JI0/jeHheM UHTEHCUBHOCTH MIPOTOKOJIa U PUCKOM yCyry0OJIeHUs
OpPraHHOW TOKCHYHOCTH. ITOT aCeKT TpebyeT AaJbHeNIIero u3y4yeHus U, BO3MOXHO, pa3pa-
60TKHU 60Jiee YETKUX aJITOPUTMOB 10 MEHEP)KMEHTY IrenaTOTOKCUYHOCTH [3].
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Ba)kHbIM acneKToOM Halleld paboThl IBJASETCH He TOJbKO KOHCTaTalUs 4aCTOThl OCJI0XK-
HEHWH, HO U IeMOHCTpaLMs UX NPSAMOT0 KJIWHUYECKOro 3HadyeHUs. [loTpebHOCTD B mapeHTe-
pasJibHOM MUTAHUHU U3-3a TAXKEJO0r0 MyKO3UTA, OTCPOYKHU TEpaNUM U3-3a FeaTOTOKCUYHOCTHU
- BCe 3TO NepeBOAUT Cyxue LUU(PPbl CTATUCTUKHU B MJIOCKOCTb peajbHbIX KJIMHUYECKUX Npo-
6/1eM, C KOTOPBIMU CTAJIKWUBAKOTCA Bpauu U nanyeHTbl. O6HaZeKUBaIUM GaKTOM fABJASAETCA
OTCYTCTBHE TSXKeJJ0M HePppo- U KApJUOTOKCUYHOCTH, YTO, BEPOSATHO, CBU/IETEJILCTBYET 06 3d-
(EeKTUBHOCTH NPUHATHIX B KJIMHUKE NPOTOKOJIOB FM/ApaTaluy, aJlKaJUHU3aLM1 MOYH U Kap-
JIUOTIPOTEKLUH.

Henb3s1 0601 TH BHUMaHKEM U TOT PakT, 4To 13,9% nauueHTOB U3 NepBOHAYaJIbHOH KO-
ropThl He Aouiu A0 3tana HR-6/10k0B. ITOT noka3aTesib caM Mo cebe SABJSeTCA BaXKHEUIIIUM
pe3y/abTaToM, IeMOHCTPUPYIOIIMM 3KCTPEMAJIbHYIO YSI3BUMOCTb JJaHHOM IPyIIbl 60JIbHbIX HA
CaMbIX paHHUX 3TaNax JeyeHUs U NoJ4YepKUBAKIIUM, YTO 60pb0a 3a )XKU3Hb 3THUX NALlUEHTOB
HauMHaeTCcs 3aJ,0JIT0 10 CAaMOW UHTEHCUBHOU da3bl Tepanuu.

OrpaHWYeHUsIMU Halllero UCCAeJ0BaHUSA ABJSIOTCA €ro peTpoCneKTUBHbIN XapaKTep U
OTHOCHUTEJIbHO He60JIblllasi, MOHOLIEHTPOBAasA BbIOOPKA, UYTO He M03BOJIeT IKCTPANOJIUpPOBaTh
pe3y/abTaThl Ha BCIO MONyJaALUI0. TeM He MeHee, OJIyYeHHble JJaHHble NpeJCTaBIAAT 60Jib-
IIYI0 LeHHOCTD JIJIfl Halllero LieHTpa U MOTYT CJAYXXUTb OTIPAaBHON TOYKOM JJi1 POCIEKTHUB-
HbIX UCCJIeJOBAaHUM U ONTHMHU3aL UM IPOTOKOJIOB COIPOBOAUTENBHOM TepaNnuH.

Bobigodbl. Tepanusa no npotokosy AIEOP-BFM ALL 2009 y geteii ¢ OJIJI BbICOKOTO pUCKa
XapaKTepu3yeTcs NpeAcKa3yeMo BbICOKOW reMaTOJIOTUYeCKOW TOKCUYHOCTBIO U TSAXKeJbIMHU
HereMaToJIOTUYeCKMMHU OCJIO)KHEHUAMU. BelylliMMU 110 4acTOTe U KJIMHUYECKOW 3HAaYMMOCTH
HereMaToJIOTMYeCKMMU OCJ0KHEHUSIMU ABJATCA UHPekuu (70,3%), renaTOTOKCUYHOCTh
(51,4%) u racTpoMHTeCTUHAJbHAsA TOKCUYHOCTb (A0 35,1%). /laHHbIe OC/I0KHEHUSI UMEIOT
npsMoe KJIMHUYeCKOe 3HaueHUe, IPUBO/IA K YBeJIMUEHUIO CPOKOB FOCIUTANN3aLUuU, HE0OXO-
JIUMOCTH B TapeHTepaJbHOM NHUTAaHUU U OTCPOYKAM B NPOBEJEHUU NPOrpaMMHON XUMHUOTe-
panuu. Pe3ynbTaThl UCCAeL0BaHUA JUKTYIOT HEOOXOAUMOCTD JlaJibHENIIero COBepLIeHCTBO-
BaHUsS U CTaHAApTU3aLUU IPOTOKOJIOB CONPOBOJUTEbHON Tepalu, 0COGeHHO B 4aCTH Npo-
GUIaKTUKY Y JieueHUsI UHPEKIIMOHHbBIX OCJ0>KHEHUH.

Cnucok aumepamypbl:
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Late MRD response determines relapse risk overall and in subsets of childhood T-cell ALL:
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UccnenoBanue BbinmosiHeHO B pamkax HTII BR 28713341 nporpamMMHo-1esneBoro ¢u-
HaHCUpOBaHUsA 0T MHUHHCTepCTBAa HayKU U BbIcliero o6pasoBaHus Pecnybsuku KasaxctaH
Ha TeMy «Pa3paboTka U BHeJJpeHHEe YCTOUYHNBOUM MO/Ie/IN IETCKOW OHKOJIOTUYECKOW MOMOIIU
Ha OCHOBE MPEeLU3UOHHOTO0 MOAX0/a B NneAuaTpuieckor oHkosorun», AO «HayyHbIN LeHTp
neAuaTPUU U IeTCKOW XUPYpruu» (MporpaMMHO-1ieJIeBOro ¢rMHAHCUPOBAHUSA N0 HAYYHBIM U
Hay4YHO-TeXHUYeCKHUM nporpamMmam Ha 2025-2027 rozbi).
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BEKUIIEBA A.H., MAXHEBA A.®, )KAH/IWJIbJIUHA /1T, PEMKYJIOBA M.A.

METAXPOHHBIE OIIYXOJIU Y PEBEHKA: HE®@POBJIACTOMA U TUCTUOLMUTO3
JIAHTEPTAHCA

AO «Hay4HbIN LleHTp NeJUaTPUU U JeTCKOU XUpyprum», I. Anmarsl, KasaxcraH

AKmyasbHocmb 06yCcI0BJIeHa peIKoM KoMOHHanel Hedppo6.J1acTOMBbI C TUCTUOLUTO30M JlaH-
repraHca y TpexJjeTHero pebeHnka. Hegppob6.iactoma v ructuonuTos JlaHrepraHca siBasi0TCA 3/710Ka-
YeCTBEHHBIMU OIYXO0JISIMM JIETCKOTO BO3PacTa, UMEIOT Pa3HbIi TUCTOreHe3, pa3Hylo NaTOTUCTOJIO0-
TMYECKYI0 U KIMMyHOPEHOTUIIMYECKYI0 XapaKTepuCTUKY [2]. HeppobaacTomMa BcTpevyaeTcs yalle,
10 cayyaeB Ha MUJIJIMOH JieTel, BO3HUKaeT U3 HeppOreHHOU 6J1acTeMbl, COCTOUT M3 6JIaCTEMHBIX,
3NUTeJHATbHbIX U CTPOMaJIbHbIX KOMIIOHEHTOB. FTUCTUOLMTO3 JlaHrepraHca xapakTepusyeTcs KJo-
HaJIbHOM nposidepanveit KaeTok, Moppoorudyecku ¥ UMMYHOPEHOTUITMYECKU HallOMUHAOLHAX
KJ1eTkH JlaHrepraHca, yacTota 3-5 Ha MUJIJIMOH JleTel, TopaXkaeT pa3J/InuHble OpraHbl ¥ TKaHH [1,3].

Llesbio yOGJIMKALIMU SIBJISIETCS HHPOPMUPOBAHKE OHKOJIOTOB M MaTOMOP(0JI0TOB 0 pefiKo
KOMOUHaMU Hedppo6J1acTOMBI M TUCTUOLMTO3a JlaHTepraHca.

Mamepuasavl u MemoObl. Y eBOYKHU Bo3pacTe 3-X JieT 0TMeYaoCh U3MeHEHUeE [1BeTa MOYHU
B BU/Ie MSICHBIX [IOMOEB, [TOBBIIIEHUE TeMIlepaTyphl TeJla ¥ pBoTa. Ha koMnbloTepHOU TOMOrpa-
¢bum 6b1JI0 BBISIBJIEHO 0O0pa3oBaHuUe JIeBOM 0YKH, pazMepoM 138x79x127 mm. [locsie koMmiekc-
HOro 06cJie[joBaHUSA OblJ BbICTaBJIEH KJIMHUYECKUU JuarHo3 «HedpobaacToma», nanueHTKa
NOJIy4YWJia leCTUHee/IbHbIM KypC He0a’blOBAaHTHON XMMHUOTEpPAIKHU C NMOCJAeAYolel TyMop-
HeppypeTepIKTOMUEN.

Pe3ynbmamul. [lpyu nmaToMopdosioruiyeckoM MccaeJ0BaHUU pe3eljMpOBaHHOM IOYKH C Oly-
X0JIbI0 ObLJIa BbISIBJIEHA HeollJlaCTUYecKasi TKaHb 6e3 MHBAa3UM B MATKUE TKaHU MOYEYHOTO CHU-
Hyca, Ha 100% npencTaB/ieHHas 3NUTENHATbHBIMU CTPYKTYpPaMHU C MO3SUTHBHOMN peaKLueu ¢
a"ntutesiamu SIX1, WT1, uTo noaTBepAuio AMarHo3 HedppobaacToMa, OCae Yero nagueHTKa
nosiydyusa 12 kypcos xumuoTepanuu no nporokosty SIOP 2001. [Tocsie Tepanuu foCTUTHYTa pe-
MHUCCHMS, BBITUCAHA 110/, HAabJII0/leHHe OHKO0JIOTa M0 MeCTY XKUTeJbCTBa.

Yepes 1 rog Ha KOHTPOJIbHOM KOMIIBIOTEPHOU TOMOrpaduu BbisIBJIEHO 0O6pa3oBaHue Jer-
KUX B IPOEKIMU cerMeHTa S6 crnpaBa U S5 cyeBa. [[py3HakoB MeCTHOTO peljMiiBa OCHOBHOTO
npolecca He 6b1J10 BbIsABJIeHO. [laiueHTKa 6bl1a TOCIUTAJIM3UPOBaHa C 0J03peHUeM Ha MeTa-
cTa3 HeppoObJIaCTOMBI B JIETKHUE.

C nesiblo yJjajieHUsl 04aroB MeTacTasa Oblia npoBeJieHa onepanus «[IpaBocTopoHHada To-
pakoToMMUs, yJjaJleHrue 06pa3oBaHUH NIPABOT0 JIETKOTO».

[Ipy MUKpPOCKONIMYECKOM UCC/IeJOBAHUM Oblila BblIsIBJIeHA HeOollJlaCTU4ecKasl TKaHb U3 KpyI-
HBIX KJIETOK C 0OUJIbHOM 303MHOQUIBHON LIUTOIJIa3MOM 6€3 Y4eTKUX KOHTYPOB, C 0BaJIbHbIMU WJIN
60060BUAHBIMU S1/IpaMU C IIEHTPaJIbHOU BBIPE3KOM, i/ipa CoZleprKaJli CBET/IbIA XPOMATHUH U MeJIKHe
303UHOQUIIbHbIE AAPBIIKU. Tak)Ke IPUCYTCTBOBA/IM MHOI'OYHC/IEHHbIe TUTAHTCKUE MHOT0s/iep-
Hbl€e KJIeTKH, peaKTUBHbIA MHPUJIBTPAT U3 303MHOPU/IOB, TUM(POLIUTOB, IEHUCTBIX MaKpoQaros,
nJ1a3MaTU4YeCKUX KJeToK. MMMyHOodeHOTHI 0Myx0/ieBbIX KJIETOK C IO3UTUBHOW peakluel c aH-
tuTesamu CD163, 5100, CD1a, Langerin. Ha ocHOBaHMH Ir'MCOJIOTMYECKOTO UCC/IeJOBAHUS BbICTAB-
JieH auarHo3 «['McTrouuTos U3 KjaeTok JlaHreprancay». JleBouka MmoJiyyusia ceMb KypCcoB IO IPO-
TOKOJIY, C IOC/TeAYIOIEN NOALEP)KUBAOIEN Tepaluel, yepe3 Mecsl 0CJie OKOHYaHUSA Tepalnuu
Ha KOMIIbIOTEPHOU ToMorpaduu O6bII0 BbISIBJIEHO 00pa30BaHHWE HApPY»KHOT'0 CIYXOBOT'O MPOXoJa
cnpaga. [lanMeHTy HauaTa NIpOTHBOpPELMUBHASA XUMUOTEpaINHUs, BCETO NOTY4YUJIa LIeCTb KYpCOB,
B anpeJie 2022 r 6bly1a JOCTUTHYTa peMUCCUs TUCTUOLMTO3a JlaHTrepraHca.

Hcxona M3 MMerIMXCs JaHHbIX, MOXKHO CZIeJIaTh 8bl6800, UTO y TPeXJIeTHeH 1eBOYKU C Hed-
po6JiacTOMOM B aHaMHe3e, uepes OJJUH I'0/] 10CJIe PeMUCCUH BbISIBJIEH TUCTUOLUTO3 JlaHTepraHca
C peLMMBUPYIOIIUM TeYeHHeM ruCcTUOLMTO3a JlaHrepraHca, HpuMeHeHUeM NPOTOKOJIa JIeYeHUs
10 BLICOKOMY PUCKY IPU Hedppob1acToOMe U JOCTUKEHUEM PEMUCCUU 110 06€UM MPOIieccaM.
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ACINETOBACTER C TOTAJIbHO AHTUBUOTUKOPE3UCTEHTHOCTbIO: BO3MOXKHOCTH
IMIIMPUYECKOI'O U UHAUBUAYAJIUBUPOBAHHOT'O ITIOAXOZIA

KazaxcTaHckuit MeguiiuHckui yaHuBepcuteT «BIIO3», . AnmaTtsl, Kazaxctan
AO «Hay4HbIN LleHTp NeJUaTPUU U LeTCKOU XUpyprum», I. Anmarsl, Kasaxcran

AkmyasavHocmb. Acinetobacter — 3To rpaMoTpHUIlaTe/IbHas KOKKOOAIUJ/1a, CIOCOOHas Ha-
KallJINBaTb MHOXECTBEHHbIEe T'eHbl YCTOWYUBOCTH K aHTUOMOTHUKAM, YTO NPUBOJUT K GOpPMHU-
POBaHUIO LITAMMOB, C MHOXXECTBEHHOW M TOTaJIbHOM JIeKApCTBEHHOM yCTOMYMBOCThHIO [1]. C
koHI1a 1980-X ro0B yCTOMYHBBIE LITAMMBI CTAHOBATCA OAHOM M3 BEAYIIUX IPUYUH HO30KOMHU-
aJIbHbIX UHQEKLUH, 0COOEHHO B OT/e/IeHUAX UHTeHCUBHOM Tepanuu [1-3]. CorsiacHO JaHHbIM
rsio6asibHOro HabusogeHusa 2019 roga, 61% uszonaTos A. baumannii 6b1IM yCTOWYUBSI K LiedTa-
sunumy, 67% - k nunpodsiokcaiuny, 61% - k kap6aneHemam, 70% — K To6paMmuIuHy. 061as
pPe3UCTEHTHOCTb K MepolneHeMy cocTaBJisaa 67%, k neBoduiokcaniHy - 71%, a K aMUKaLUHY
- 57 % [3,4]. PakTOpbI pUcKa MHOUIIMPOBAHUS YCTOMYMBBIMU LUTAMMaMHU BKJ/IIOYAIOT: IpeJLie-
CTBYyMOIIlee JieyeHHe 6eTa-JlakTaMaMu U ¢pTopxrHosoHaMu, UBJI, Hanuyure nieHTpabHbIX KaTe-
TepoB, JyuTesbHoe nped6siBanue B OPUT u ap. [3-5]. luarnoctuka A. baumannii 3aTpyfHeHa
TeM, YTO BO30OYAUTEJNb YaCTO KOJIOHU3UPYET, a He UHPULIUPYEeT HeCTepUJIbHble YYaCTKH, YTO
TpebyeT TLIATEJbHOW KJIMHUYECKOHN OLleHKU. POCT MUKpoopraHusMa U3 06bIYHO CTEPHUJIbHbBIX
MecCT (HanpuMep, KpOBH, IJIEBPaJIbHOM XKUAKOCTH, IEPUTOHEATbHOM KUJJKOCTH, CHUHHOMO3T0-
BOM KUJIKOCTH) Cc/leflyeT UHTepIpeTUpOoBaTh Kak NposiBJieHWe UCTUHHOW HHekuU. [loceBbl
13 HeCTepUJIbHbIX MecT Acinetobacter yacTo BbI3bIBaeT KOJIOHU3ALUI0, 0COOEHHO Cpe/iu NaLu-
€HTOB C JJINTeJbHOHN rocnvtanusanueid. KiimHudeckoe obcsieoBaHre NnanueHTa HE0O6X0UMO
JIJ1S1 oTIpeJiesIeHUs], ABJISETCS JIU MOJI0XKUTEbHbIM NIOCEB U3 HECTEPUJbHOTO MeCTa UCTUHHOMN
nHekuueil. [Ipy 0TCyTCTBUY KJIMHUYECKHX NPU3HAKOB MHPEKLIUH, TAKUX KaK JIMX0paiKa, el -
KOLIMTO3, JIOKaJIbHOE BOCIaJIeHU e UM HarHOeHHe, pe3y/IbTaThl I0CeBa MOXKHO CYUTATh IPHU3Ha-
KOM KOJIOHHU3al Uy, a He UHpeKLuH [3,4].

Llenvo Hacmosawezo uccaedo8aHus ABASAETCA OLeHKa 3QPEeKTUBHOCTU IMIIUPHUYECKON aH-
THUOAKTEpHUAJbHON Tepalnuy Yy HOBOPOXK/AEHHOTO MalMeHTa C reHepa/IM30BaHHOU MHOEKIUeH,
BbI3BAaHHOU NaHPE3UCTEHTHBbIM LITaMMOM Acinetobacter baumannii.

Mamepuasast u memodul. [IpoaHaIN3UPOBAH KJIMHUYECKUN CJ1y4all HOBOPOXK/EHHOTO Ma-
LJUEeHTa, HaXO/AUBILEroCs Ha JieYeHUHU B OT/JeJIeHUU aHeCTe3UO0JIOTUU U peaHuMallii HOBOpPO-
JIEHHbIX HayyHOro neHTpa nefuaTpuu U JeTcKou xupypruu. [IpoBesieHa olleHKa JUHAMUKHU
KJIMHUYEeCKUX U J1abopaTOpHbIX NOKa3aTesiel Ha poHe MPUMeHeHUs pa3/IMYHbIX CXeM aHTUOaK-
TepruaJbHOM Tepanuu. MUKpOOUOOTUYECKOe UCCTe0BaHUE KPOBH, Kajla, MOUYM, MOKPOTHI, a
TaK)Xe aHa/IM3 YyBCTBUTEJbHOCTU U30JIITOB K IPOTUBOMUKPOOHBIM IpenapaTaM.

Pe3yabmamul uccsiedosanus. HoBopoxJeHHass [eBOYKa NOCTYyNUJAa B OT/JeJeHue 3KC-
TpeHHO Ha UBJI, ¢ KIMHUKOMN KMIIEYHOW HENPOXOAMMOCTH U3-3a ClIae4yHOr 0 Npolecca, B BO3-
pacte 24 nHs. Pe6eHok poausics B cpoke 38 Hepesb ¢ BecoM 3500 rpamMm, ¢ npeHaTaJAbHOM AU-
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arHOCTUKOM Ha 31 HeJjesie HENIPOXOJAUMOCTD JIBeHAILLAaTUIIEPCTHOUN KUILKH, 6€3 0O0HapyKeHUs
KOMOWHHUPOBAHHOTO NMopoka cepzaua. C oTArolleHHbIM aHaMHe30M, B BO3pacTe 3 CyTOK OHa
6blJ1a IpooNlepyMpoOBaHa M0 MOBOAY aTPe3UH JABeHaJLaTUIIepCTHONW KUIIKU. CoCTOssHUE ObIIO
KpaliHe TsXKeJl0e, TaK KaK y pebeHKa OblJl BpOXK/JeHHbIN IOPOK cepAua: AepeKT MexiKeays04-
KOBOU U MeXIpeJcepAHON NePEropo/iKU C BbICOKOMW JIETOYHOW runepTeH3uel, Tpe60BaBIIMM
onepaTUBHOU Koppekuuu. C poxkJeHUs U 0 NocTynaeHus B LleHTp pebeHOK moJsyyas Jieye-
HUe B Tpex CTalMOoHapax, lepeHec pa3Hble MHBa3WBHble MaHUNYJAALUU (MHTybOaLUs, KaTe-
TepUu3alus [leHTpaJbHbIX U Nepudepudeckux BeH). Ha 3 cyTku rocnuTanvMsanuy nanydeHTy
6blJ1a IpOBeJieHa peslanapoTOMHUSA C BbIBEJIeHUEM HUJI€0CTOMbI. YUUThIBAs TAXKECTb COCTOSA-
HUS U paHee NPOBeJIeHHY0 aHTUOaKTeprUabHY0 TepaNHUIo, CTapT Obl HAYaTh IMIIUPUYECKHU
c uedpTpuakcoHa, apxuMaKca U MeTpaHujaszosa. C MOMeHTa NOCTYIJIEHUd Y NaljdeHTa Oblia
KJIMHUKA HeJJOCTaTOYHOCTHU NUTaHuUA (Bec Npu noctynaeHuu 2400 rpaMM), CUCTEMHOM BOCIa-
JINTEeJIbHOU peaKliuy B BUie pebpuanTeTa, TaxukapAuu 10 180 B MUHYTY, TEH/J€HLIUH K apTe-
pHUabHOM rUNoTeH3uY, JelkonuTosa A0 20 x10°c HelTpoduiesHoB 10 85%, MOBBILIEHHBIH
C-peakTuBHbIN 6es0K - 120 r/a v naktat 6-10 MMosb /1. OnjeHka 3G PeKTUBHOCTHU 3MIIUPHUYe-
CKOM aHTHUOaKTepHUaJbHOU Tepaluu yepes 72 yaca BbISIBMJIA, UYTO y NaljeHTa UMeeTcs caabas
JIMHaMWKa B BUJZle CHW)KEHUs JleHKoIuToB 0 18x10°%, yaep»kuBajics HeHTpoduie3 CBbIlle
80% u C-peakTuBHBbIH 6esi0k. TeMnepaTypa MMeJia JUHAMUKY CHUXKEeHUS 110 4acToTe, 6e3 TeH-
JleHIMHU CHUKeHUs GeOpUIbHbIX 3HaYeHUH. KJIMHMYeCcKu MpaMOpPHOCTb KOXXHBIX TOKPOBOB,
TaxuKapAus, apes3 KUIIeYHUKa yJep:kuBaJics. Yepe3 6 CyTOK OblIM MOJy4eHbl Pe3yabTaThl
6aKTepHuOJIOTHH, B3SIThle P OCTYIJIEHUH Ha KOTOPbIX CO BCEX JIOKYCOB ObLJI N10JIy4Y€eH BbICEB
rpaMM OTpHUIATENbHOU (Jiopbl: KpoBb — Acinetobacter baumannii 5x10°, kan - Acinetobacter
baumannii 1x10° u Klebsiella pneumonia ESBL 1.0x10% mokpoTa Acinetobacter baumannii
5x10% moya - Pseudomonas aeruginosa 1x10°. Klebsiella pneumonia u Pseudomonas aeru-
ginosa MMeJiM YyBCTBUTEJBHOCTh Ha apxuMakc. Acinetobacter baumannii gfeMoHcTpUpoBan
TOTAJIbHYI0 pe3UCTEHTHOCTb KO BCEM OeTa-JlakTaMaM, aMUHOTJIMKO31/iaM U GTOPXUHOJIOHAM.
YacTruHas 4yBCTBUTEJBHOCTb OTMeYaJach TOJbKO K TUTEUKJINHY U KOJUCTURHY (I/S).

Tabsuna 1. YyBcTBUTENbHOCTD Acinetobacter baumannii
K IPOTUBOMHUKPOGHBIM MpenapaTam

ABT Kposb Mokporta Kan
AMUKaUH R R R
[enTamMuLIMH R R R
HMMunenem R R R
JleBodioKcanH R R R
Meponenem R R R
[Munepayuanux/T R R R
Kosinctun [ [ R
TUurenuKJINH S S S
To6paMuH R R R
TpumeTtonpum/C S S R
Ledenum R R R
IlepoTakcum R R R
HedTasuaum R R R
Hunpodiokcanyu R R R
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Ta6suna 2. YysctBuTenbHOCTB Klebsiella pneumonia (Kp) u Pseudomonas aeruginosa (Pa)
IPOTUBOMHUKPOOHBIM IpernapaTam

ABT Moua Pa Kaxa Kl

AMUKaIMH

AMOKCULIUJIJTUH

[eHTaMULIUH

NUMunenem

JleBodioKCalH

MeponeHem

[Tunepanuanvs/T

nwimmi—m nnim n n

Kosinctun

TurenukJINH

wn

TobpaMu

TpumeTtonpum/C

Hedpenum

lepoTakcum

ledTazuaum

S
S
S
S
R
S
R
S
|

S
I

R
R
R
R

wi x| x|~

unpodokcaryx

My/nbTHAUCUUIIZIMHAPHON KOMaH/0H € y9acTHeM NPOPUIbHBIX CIELUATUCTOB, KIUHU-
yeckoro ¢papMakoJiora, aNUJeM1oJI0ra yepe3 mecTb AHel nedpTpUakcoHa ¢ apXMMaKCOM U
MEeTpPaHKU/AA30JI0M, ObLJIO pelleHO MOJKJIOYHUTh TUTENHUK/JIUH B COYEeTaHMU KoMeTajoM. Ha
JIAHHOM KOMOWHALUM aHTHUOAKTepHaJbHBIX MPENapaToB MallMeHT Mpojepkascs okoso 10
CYTOK, CO CJ1a60 MOJIOKUTENbHOU IMHAMUKOU. KNIMHUYeCKU CHIDKeHUEe TeMIIepaTypPHOH KpHU-
BOM Ha cyO0debpubHble UDPHI, TeHKonuToB 10 12x10° HedTpoduiesHoB 1o 75%, C-pe-
aKTUBHBIN 6eJsioK — 65 r/1. Ho nHeBMOHUS, KJIMHUKA Mape3a KUIIeYHUKA U MOTPeOGHOCTh B
KOMOMHUPOBAHHOM Ba30NpeCcCOPHOM TepaluM COXpaHsaach. Pe6€HOK MOCTOSIHHO HAaXOAUWJI-
Cs 1O/, TIIATebHbIM KJIMHUYECKHUM HAbJII0JeHHEeM, C TOCTOSTHHOU OI[eHKOHW 3pPEeKTUBHOCTH
aHTU6AKTEepHAJbHOHN Tepanuu. 3a 25 CyTOK HaX0XK/IeH!s B peaHUMAaIlMH, MAllueHT MOTyIHI
4 Kypca KOMOMHUPOBAHHOW aHTUGAKTEPHAJbHON Tepanuu (apxXUMakc, 1eGTPUAKCOH, TUTe-
UKJIMH, KOMeTaJl, MepKalyH, 3MHGopo, iepenum) U 3 Kypca UMMYHO3aMeCTUTE/bHOM Tepa-
nuu. Ha Bcex MOBTOPHbBIX OaKTEPHUOJIOTUYECKUX UCCIeJOBAHUAX CO BCEX JIOKYCOB OIpeeisii-
cq Acinetobacter baumannii, ¢ ToTa/1bHON PE3UCTEHTHOCTHIO KO BCEM pe3epBHBIM aHTUOHMO-
THKaM. MyJIbTUIUCIIMIIINHAPHON KOMAaHJON MoC/e U3yYeHHUsl AOCTYIMHONW Hay4YHO-TPaKTH-
YeCKOU JIMTepaTyphl KacaTesbHO Acinetobacter baumannii [5,6,7], 6b110 TPUHATO pellleHUE
MOBTOPUTDb KypC B COYETAHUM C apXUMaKCOM, Cy/bliepoM U MepKarmHoM. HecmoTpst Ha Mu-
KPOGHOJIOTHYECKYIO PE3UCTEHTHOCTh K GOJIBIIMHCTBY aHTUOMOTUKOB, KJIMHUYECKOE YIyd-
HeHHe ObLJIO JOCTUTHYTO Ha pOHEe MOBTOPHOr0 NMPUMEHEeHHs] KOMOWHAIUU 1edonepa3oH/
Cy/1b6aKTaM U KapbaneHeMOB, 4YTO, BO3MOKHO, CBSI3aHO C CHHEPTU3MOM NpenapaToB UJIH 0CO-
O6eHHOCTAMU papMaKOKMHETHUKH Y HOBOPOXKAEHHBIX. Yepe3 72 yaca HAa JaHHOW KOMOUHAIUU
OblyIa MoJIyYeHa CTOMKas MOJIOKUTeIbHAsA JUHAMUKA, B BU/le HOPMaJ/IM3al[M1 TEMIIEPATYPHI,
yJIy4dLIEeHHS [[BETA U TYPropa KoxH, yJIy4lInJach peaKkys Ha OCMOTp NMallMeHTa, CTa6UIN3H-
poBasiack reMoJJUHAMUKA. [laleHT HaYaJs yCBauBaTh TPOPUUYECKUN PEKUM KOPMJIEHUS Me-
TOZOM THUTPOBAHMUS, C MOITANHBIM PACUIMPEHUEM, YTO MO3BOJIMJIA KJIUHUIMCTAM JJOOUTHCA
cTolKoU npub6aBku Beca (3000 rpamMm), CHU>KEHHUSI BHYTPUBEHHOH JIOTAIlUU U TTOATOTOBUTD
nanueHTa Ha KapAuoXUPYyprudeckyto Koppeknuio. [lo pe3ysbraTaM KJIMHUKO-1a00paTOPHBIX
aHaJIM30B 3a Nepuo/, roCnuTalu3alyu nanueHTa B LleHTpe 6b110 BbISIBJIEHO, YTO HauboJiee
AKTUBHBIMU aHTUMHUKPOOHBIMH NpenapaTaMyu B OTHOLIEHHH H30JTOB Acinetobacter bau-
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mannii 66114 1edponepasoH/ cysib6aKTaM U «KAHTUCUHETHOWHbIE» Kap6aneHeMbl — MEPOIIEHEM.
HeakTHBHBIMM B oTHOLIeHUHU Acinetobacter baumannii 6b11u nedenum, neprasuaum, nunepa-
LWJIJIMH/Ta300aKkTaM ¥ nunpodsiokcauuH. KiamHudyeckuMu ¢pakToOpaMu pHUCKa KOJIOHU3ALUHU
Y UHQULMPOBaHUSA KapbaleHeM-pe3uCcTeHTHbIMU Acinetobacter baumannii B fjaHHOM ciy4ae
OblIM: POBeJleHHe UCKYCCTBEHHOM BEHTHUJISILIUM JIETKUX, BbINIOJIHEHME KaTeTepu3alMU LieH-
Tpa/IbHOM U eprpeprudecKor BeHbl U MOYEBBIBOJALIMX NYTeH, Npe/blAyliie roCIuTaaAn3aluu
B OPUT. JlanHasa nunpopManus Jo/KHA UCI0JIb30BAThCS [IJ1S PYKOBO/CTBA PU Ha3HAYE€HHHU aH-
TUOAKTepHUaIbHOM Tepanuu npu Acinetobacter baumannii.

Buigodbui:

1. lIpn Hanu4uu y nanveHTa GaKTOPOB prUcKa MHOULMPOBAHUS Pe3UCTEHTHBIM Acineto-
bacter baumannii (UBJI, kateTepsl, npe6siBanue B OPUT, npeaiecTByolee jeyeHue Kapbarne-
HeMaMH) 1iejieco06pa3HO0 HaYMHATh IMIUMPUYECKYI0 Tepanuio ¢ LedonepasoHa/cybbaKTama,
KapbaneHeMOB U KOJIUCTHUHA.

2. KoM6uHMpoBaHHasi aHTUOaKTepUasbHas Tepanus MoxeT ObITb 3QPeKTUBHOU Jaxke
IpHY JOKYMEeHTUPOBAHHOM in Vitro pesucTeHTHOCTH, YTO TpebyeT MHAMBU/AYAJbHOI0 IOAX0/Aa U
IOCTOSTHHOTO MOHUTOPHHTIA KJIMHUYECKOT0 OTBETA.

3. HasHayeHue aHTUOHMOTHUKOB JJOJPKHO OCHOBBIBAaTbCSl HA JIOKAJbHbIX JAHHBIX YYBCTBU-
TEeJIbHOCTH, 3NN E€MHUO0JIOTMYeCKON 06CTaHOBKE U MYJIbTUMCLIUIIJINHAPHOM 00CY>K/IeHUHU.
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OPZIABAEB I11.b., CAJIMUMBAEBA /I.H.

K/IMHUYECKHUH CJIYYAM JIEMIIMHO3A B IPAKTUKE HEOHATOJIOTA

KazaxcTaHCKUN MeJUIIMHCKHI YHUBEPCUTET «BbIcIias 11K0J1a 061eCTBEHHOT 0
3/lpaBoOOXpaHeHus», I. Anmatsl, KazaxctaH
AO «Hay4HbIN LleHTp NeJUaTPUU U LeTCKOU Xupyprum», I. Anmarsl, Kasaxcran
AO «Hay4yHbI} 1JeHTp aKyLIepCcTBa, TMHEKOJIOTUU U lepuHaTos0ruu M3 PK», r. AsiimaThl,
Kazaxctaun

AxkmyaavHocmo. HacsienctBeHHble HapylieHuss ooMeHa BewecTB (HHO) mpencraBasioT
co00¥ OGUIMPHYIO U KJIMHUYECKH FeTepOreHHY0 PNy MOHOTeHHbIX 3a60/1eBaHUM, 00yC/I0B-
JIEHHbIX HapyllleHHheM MeTab0JiM3Ma pa3IMYHbIX KJ1acCOB BellecTB. HecMOTpsa Ha UX peJKOCTb,
coBokynHasa yactora HHO cocraBaseTr ot 1:1000 go 1:5000 HOBOPOXK/AEHHBIX, YTO MPUJAET
0Cc00OY10 3HAYUMOCTb BOIIPOCAM paHHEeU AUarHoCTUKU. JIel1MHo3 (60/1e3Hb KJIEHOBOI'O CUPOIIa,
BKC) - Tsokéioe HacsiecTBEHHOE 3a60J/ieBaHueE, 00YC/I0BJIEHHOE AePULIMTOM KOMILJIEKCA JerU-
JiporeHa3bl pa3BeTBJIEHHBIX A-KETOKHCJIOT, BeJyLIUM K HapyLIeHUI0 MeTab0I1M3Ma aMUHOKHC-
JIOT - JIEH1IMHa, U30JieHI|MHA U BaivHa. 3ab6osieBaeMocTh BKC B cpeaHem coctapaisieT 1:185 000
KUBOPOXAeHUH. [Ipy OTCYyTCTBUU CBOEBPEMEHHOTO JieueHUsl 3a00J1eBaHUe XapaKTepU3yeTcs
TSAXKEJIbIM TeYeHUEeM U BBICOKUM YPOBHEM JieTaJlbHOCTH [1-3].

L]esnb uccaedosarust. U3y4uTh KIMHUYECKUE, Jab0paTOPHble U UHCTPYMeHTaJ/IbHble TPOsIB-
JIeHWd JIeWIIMHO3a Ha IpUMepe KJIMHUYECKOTO cay4yas U pa3paboTaTh NpaKTUYeCKHe peKOMeH-
Jlalluy [0 er0 paHHEe! JUarHOCTUKE U JIeYeHHUIO.

Mamepuanavt u memodsl. O6'bEKTOM HCCIEL0BaHUsA CTaJl KJIMHUYECKUU Cydyall HOBOpPO-
KJIEHHOU JIeBOYKH, TOCIIUTAJIM3UPOBAaHHOM B Bo3pacTe 15 cyTok B Hay4yHbIN LleHTp nejuaTpUu
u getckoi xupypruu (HUII/JAX) c npusaHakamu bixaTeabHON HegocTaTouHOCTH Il cTeneny, yr-
HeTeHHEeM LieHTPaJbHOM HEPBHOW CUCTEMBI U Oy/ibOapHBIMU paccTporicTBaMU. UccienoBaHue
BKJII0YaJIO:

e AHa/1M3 NepUHAaTaJIbHOTO aHAaMHe3a;

e OLleHKy KJIMHUYEeCKOW CHMITOMAaTUKUY;

e JlJabopaTopHble HUCCIeL0BaHUSA: OOIUI aHA/IN3 KPOBH, OMOXUMHUYECKUN podUIb, ypo-
BeHb aMMOHMUS;

e UHCTpyMeHTa/bHble MeTO/bl: KOMNbIOTepHas ToMorpadus (KT) rosioBHOro Mo3ra, azek-
TposHledanorpadpusa (330);

o [I[poBesieHne TaHgeMHON Macc-cnekTpoMeTpuu (TMC) s fUarHOCTUKU aMUHOALU/J0-
MaTUM.

Pe3ynemamul. [leprHaTa/IbHbIM aHaMHe3 NaljMeHTa OblJI OTATOLLEHHBIM, JleBOYKa POAU/IAChH
OT 3-0U JOHOIIEHHON 6epeMeHHOCTH Ha GOHe aHEMUM 2 CTeNeHU U 2-X GU3UO0JTOTUYECKUX PO-
J10B. BTopasi 6epeMeHHOCTb 3aBepUIMJIach CaMONPOM3BOJIbLHBIM a00PTOM B IEPBOM TPHUMECTPE.
HacsnencTBeHHBbIM aHaMHe3 He oTaroleH. Bec npu poxzaenuun 3200 r, poct 51 cMm, no Anrap 8-9
6a/1710B. C poAUIBHOTO JJoMa pe6eHOK BBINKCAH Ha 3 CYyTKH »kU3HU. Ha 4 eHb KU3HU pebeHoK
HayaJl BSIJIO COCaTh, OTKa3bIBaThCA OT IpyAu. O61as peakLysi Ha OCMOTP U MAaHUNYJIALLUUA PE3KO
cHU3uJack. Ha 5 ieHb )KM3HU MaMa 3aMeTHJ1a, YTO pebeHOK He IJI0TaeT CJAI0HY, IepecTasl CoCaTh.
[lo IMHUM CKOPOY MeULIMHCKOM MOMOILU pebeHOK OblI TOCIUTAaJIU3MPOBaH B 006JIACTHYIO JleT-
CKyt0 60s1bHULLY. [10 TSKEeCTH COCTOSIHUSA NAaLlMeHT Cpa3y epeBe/ieH B OT/eJIeHHe peaHUMaluu U
NOJKJ/II0YEH K alnapaTy UCKyCCTBEHHON BeHTUIALMM JierkuX. Ha poHe mpoBoAUMMON aHTUOAK-
TepruabHOM, UHPY3UOHHOW U IPOTUBOOTEYHOM TepalrU U oJ60pa cMecel /11 SHTEPaJIbHOT O
KOPMJIEHUs], COCTOsIHMe pebeHKa He YJIydllaJ0Ch, IporpeccupoBasia naToJioruieckas mnoreps
Beca. Ha KOHTpPOJIbHON KOMIbIOTEPHOU TOMOrpaduu oOGHapyKeH OTeK roJoBHOro mosra. Ha
aJiekTpoaHLedasorpadun - CHKEHUE 6U03JIEKTPUIECKONW aKTUBHOCTH r0JIOBHOTO Mo3ra. [lo
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JIMHUY CAaHWTAPHOW aBUALlMY Ha anllapaTe UCKyCCTBEHHOU BEHTUJIALIMU JIETKUX NTayueHT Ha 10
JleHb »kU3HU rocnurtannsuposad B HUII/IX. [Ipu rocnutanusanuu B LleHTp, cocTosiHue pebeH-
Ka 0CTaBaJIOCh OYeHb TSKeJIbIM, 32 CYeT IPU3HAKOB MHTOKCUKALIUK, aCIMpPallMOHHON THEBMO-
HUM, HEBPOJIOTUYECKON CHMITOMAaTUKU Ha poHe O6eJIKOBO-9HEepPreTU4eCKOW HeJ,0CTaTOYHOCTH
BTOPOMH cTeneHU. B 1abopaTopHbIX UCC/IeJ0BaHUAX OTMevasics JeikonuTos (17*10/9), anemus
serkoi crenenu (HB-102 r/a), Tpom6onuTos (720*10/9), He3HaYMTeIbHOE NMOBBILIEHUE TPaH-
camuHas (AJIT - 80 Ex/n, ACT -98 Ef/n) v runoanb6yMuHemMus (aibOyMuH 25 r/u1). Y4uTbiBas
JIOMUHUPOBaHKeE B KJIWHUKe IPU3HAKOB OTeKa r0JIOBHOI'O MO3ra, B MOMEHT NOCTYIJIEHUS ObLI
onpe/iesieH YpOBeHb aMMOHHUS, KOTOPbIM Obl/I CBbILIE -162 MKMOJb/J, IpU HOpMeE JJiS JOHO-
lIeHHOro nayueHTa He Bbiule 110 MKkMoJib/ /1. Pe3ysbTaThl Ucciej0BaHUM Ha BHYTPUYTPOOHbBIEe
MHPEeKLUM oTpulaTesbHble. Ha KoMnbloTepHON ToMorpaduu rojOBHOTO MO3ra Obljla BbISB-
JleHa Bblpa)KeHHasl TMIIOKCUYeCKHU-UIleMHUYecKas sHLedasonaThsl CyOKOPTHUKaIbHBIX OT/€/10B
60JIbLIMX MOJIyIIapUA U MO3Xe4yKa, TaJlaMyca, CTBOJIa, KOJIeHa U CTBOJIAa MO30JIMCTOrO TeJa, C
dbopMHUpOBaHHUEM NIEPUBEHTPUKYISAPHON JielikoMansauu. Ha koHTposibHbIX III" ucciesoBaHu-
SIX ONpeJiesca NaTOJOTMUYEeCKUl TUI, B BU/le Jle30praHru3alii aKTUBHOCTH FOJIOBHOTO MO3Ta
C HEeMpepbIBHOM aKTUBHOCTbIO TeTa-0eTa AMana3oHoB ¢ aMIIUTyAo0#M 35-40 MKB, MHOXecTBeH-
HbIX NATOJIOTUYECKUX, B TOM YHUCJIe 3NUIeNTUPOPMHBIX OCTPbIX BOJIH. KIMHUYECKU cyopox-
HbIM CUH/JpOM He ollpe/iesisjics, HO Mo pe3ynbTaTaM I3[ HayaTa aHTUKOHBYJIbCAHTHAsl Tepa-
nvsd. YYUTbIBasg aHaMHe3, KJIMHUKO-J1ab0paToOpHble JlaHHble, YKa3aHHbIe MPU MOCTYIJIEHUH, a
MMEHHO BbICOKHU ypPOBEHb aMMOHHUS, OTCYTCTBHE OTBETA Ha IPOBOAMMYIO0 Tepalrio U Iporpec-
CUpOBaHUe MOpaKeHUs TOJIOBHOI'0 MO3ra, NallMeHTy Oblia poBeJieHa TaHJeMHas Macc-CleK-
TpoMeTpus (TMC). Ilo pesyabraTam TMC BbIsiBJIeHO NOBbIIEHWE BasMHA (40 599 MKMOJb/ 1
npu HopMe 35-360) u seiinuHa (fo 1908 MkMouib/a1 npu HopMe 30-370). /laHHBIE H3MEHEeHUs
XapaKTepHbI Jis1 «00JIe3HHU C 3allaXOM KJIEHOBOTO chpomna Mo4H (JielrHo3)». KoHcysnbTupoBaH
reHeTUKOM U OblJI BbICTaBJIEH AUArHo3: «JleluHos. bosie3Hb KJIMHOBOTO cCMpONa» U PpeKOMeH-
Jl0BaH reHeTU4YeCcKUU aHanu3. [lepecMoTpeHa Bcs cTpaTerus No HyTpUTUBHOMY 0OecIiedyeHHU0.
Y4uTbiBas pa3BUTHE HEJOCTATOYHOCTU MUTAHUSA U CUHJPOM CPbITMBAaHUSA U PBOTHI, IPU MOCTY-
IJIEHUU MalUeHT Obl MepeBe/ieH Ha aHTHUPeJIIOKCHYI0 MUTaTeJlbHY0 cMech. Ha aTom ¢goHe
NalUeHT nepBble 5-7 AHel HavyaJ NpUbaBaATh B Bece, HO Aajiee 6e3 xeslaeMoro a¢pdekra, XoT
CpbITMBaHUE B JUHAMUKE YMEHbIIUI0Ch. XapaKTepHbIM IPU3HAKOM fIBUJIOCh HaJIMYHe CHeLU-
duyeckoro 3anaxa KJIeHOBOr'0 CUpoOIa B KaJjie. YpOBeHb aMMOHUA B JUHAMUKE ObLJ CO CHUXKEHHUE,
HO 6e3 HopMasu3auuu. [lo pesysnbraTam TMC B nporpaMMe HHTEHCHBHOU Tepanuu Ha 48 4yacoB
ObI/IM IOJTHOCTBIO UCKJII0OYEHBI PAaCTBOPHI € COZlepKaHMeM aMUHOKHUCIOT. [lanineHT Obl nepeBe-
JleH Ha IMTaTeJIbHY10 CMeChb C HU3KUM coZlep:kaHneM bGesika. BosamelieHue sHepronoTpe6HoCTeR
nalMeHTa 6bIJI0 OCYLIeCTBJIEHO 3a CYeT IVII0Ko3a (5- 6 rp/kr/cyT) —xupoBbIX (3,0-3,5 r/kr/cyT)
pactBopoB. Ha aToM ¢oHe 6b1/10 3aPpUKCHUPOBAHO 3HAYUTE/IbHOE CHIXKEHUE aMMOHUS B [IMHA-
MuKe. [locsie 72 4acoB, nayyeHTy Oblla HauyaTa A0Talus paCTBOPOB aMUHOKHUCJIOT U3 pacyeTa
0,5 r/kr/cyT. U3-3a oTcyTcTBUA B Ka3axcTaHe crienjyasim3upoBaHHbIX CMeCel, NallueHT OblJ Ie-
peBeJieH Ha HU3KOOEeJIKOBYIO CMeCh C coZiepkaHueM 1,2 r 6esika. B fuHaMuKe 06'beM pa3oBOro
KOpMJIeHUSI ObLI 10BeZieH 10 GU3U0JI0THUYECKON HOPMbI U TPOA0J/Kalach MapeHTepaabHas J0-
TalMs IJII0K030 CoJiepKalliuxX pacTBopoB. Ha ¢oHe npoBejeHHOW MHTEHCUBHOM Tepalny, ocJie
yCTpaHEHUs1 HEMPOTOKCUYHBIX GAKTOPOB, YAAJI0Ch JOOUTHCA HE3HAUUTEJbHON CTaOUIN3aL U1
B BECOBOM NpHbOaBKe. AKTUBHOCTb BOCHAJIMTE/IbHBIX MapPKEPOB CO CHUXKEHHUEM. YUUTbIBas Npo-
IPECCUBHYI JWHAMHUKY NOpa)KeHHUS T'OJIOBHOTO MO3ra, HEBPOJIOTMYECKYH) CUMITOMATHUKY U
JlaJIbHENIIYI0 TOTPeOHOCTD B NAJJIMATUBHOM YX0/€, NallUeHT C peKOMeH/JallusIMU ObLI epeBe-
JleH B MaJJIMATUBHBIN LIEHTP 110 MECTY >KUTeJIbCTBA.

O6cyxcdeHue. KnuHnueckass kapTuHa KJsaccudeckod ¢popmbl BKC o6b1yHO HaburopaeTcs
y>Ke Ha NepBOU HeJjeJsie )KU3HU U BKJIIOYAeTCs B cebsl Takue NMPU3HAKH, KaK reHepasu30BaH-
Hble Cy/JOpOTH, MOBbIIEHAasA BO30YAUMOCTb, OTKAa3 OT MULIY, yIOPHasd pBOTa, CUMITOMBI 0be-
3BOKMBaHUA. Bo36yx/jeHre cMeHsAeTCs BAJIOCTbIO, YTHETEHUEM LieHTPaJIbHOW HEPBHOM CHCTe-
MbI, COMHOJIEHI|UEN, KOMOM, MOSABJIAIOTCA CUMIITOMBI TOpaXkeHUs Apyrux cucreM. /luarios BKC
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CTaBUTCA HA OCHOBAaHWMU U3MEeHEHUU ypPOBHS aMUHOKMUCIIOT: JIeHLIMHA, U30JelIlMHa U BaJIMHA
B KPOBE€, @ TaKXXe COOTHOILEeHHUS JIeMLIMH+U30JIelIIMH/alaHWH, BaJIuH/eHnIa/laHuH B KPOBHY,
BbISIBJIEHHBIX METO/IOM TaHJeMHOU Macc-cnekTpoMeTpuu (TMC). B CIIA metozn TMC siBaisieTcs
pyTUHHBIM ¢ 1964 roza ¥ peKOMeH/J0BaHO NPOBeJieHHe UCCIeJOBaHUN B TedyeHHe 24-48 yacoB
nocsie poxzjeHusa [4]. MosieKyJsipHO-TreHEeTUYeCKHe TeCTbl IPUMEHSIOTCA [/l BbIsIBJIEHUS TNa-
TOTeHHbIX BAPUAHTOB B COOTBETCTBYIOLIUX 'eHaX B TOMO3UIOTHOM/KOMNAYH/|-T€TepPO3UTr0T-
HOM cocTosiHUM [4,5]. K Apyrum A0CTyNHBIM JIabOpaTOPHBIM METOAAM UCCAeJ0BAHUS MOXKHO
oTHecTHu uccaenoBanue KIIC u mopaxkeHus roJIOBHOTO MO3ra TaK»Ke HE0OX0ZMMO BHEPUTD B
PYTHHHYIO IPAaKTUKY peaHMMalMOHHbIX, HEOHAaTaJbHbIX U HEBPOJIOTUYECKHUX OT/eJIeHUH cTpa-
Hbl. B laHHOM cJyly4ae, OTCYyTCTBHE HEOHATA/IbHOTO CKPUHMHTIA Ha 60J1e3Hb HapyLIeHUs IjMKJa
MOYEBUHBI, OTCYTCTBUE MHPOPMALMU O JaHHOU NATOJIOTHHU CpeJU CIeLUaJUCTOB Ha YPOBHE
POOBCIIOMOTaTeJNbHOIO YYpexXeHNUsl, MHOronpoUIbHON GOJIbHUIBI U HAaceJIeHUs B 1eJI0M,
NpUBEJM K N03/HEMY OOpallleHUI0 3a CHelUaJu3uMpoOBaHHON MeJAULMHCKON nomolubto. Heno-
CTYNHOCTb TaHJEMHOM MacC CIEKTPOMETPHUHU B HEKOTOPbIX pernOHaX TaK»Ke MPUBOJAUT K 3aI03-
JlaJIoN IMarHOCTHKeE, @ B HEKOTOPbIX CJAydasX NPUYMHA JIETaIbHOCTH MOXKET CKPbIBATbhCS MO/,
JIPYTUMHU HO30JIOTUSIMY, Yallle 10/, MaCKOW cercuca Uiu HeBpoJOoTM4eCcKUx 3a60/1eBaHU M.

Buigodul. Knaccuyeckass gopma JeMIIMHO3a XapaKTepu3yeTCsl paHHUM (B IepBble JHU
)KU3HU) U TKEJBIM KJIUHUYECKUM Ae6ToM. /luarHoctuka 3aboJsieBaHHs 3aTpy/iHEHA M3-3a
HecneqUPUYHOCTH CUMITOMOB U OrpaHUYeHHOU AocTynHOCTH TMC B 3KCTpeHHOM MOpsJKe.
KitoueBbIMU 71a60paTOPHBIMU MapKEépaMU SBJSAIOTCS NOBbILIEHHE pa3BeTBJIEHHbIX aMUHOKUC-
JIOT (JIeHMLMH, U30JIeML1H, BaJIMH) U rMIlepaMMOHKeMUs. B cBA3U ¢ 3TUM HEO6XOJUMO BCEM HO-
BOPOX/IeHHbIM NALlUEHTOM C KJIMHUKON HapylleHUs MeHTaJIbHOIO CTaTyca, HEBPOJIOTUYECKOU
CUMIITOMaTHUKOM, NIJIOXOM MPUOABKOU Beca onpezeseHue ypoBHA aMMoHua U TMC aHasius. Be-
JleHVe NanyeHTa TpebyeT ObICTPON KOPPEKL UMY HYTPUTUBHOM MO JIePXKKHU, UCKI0YeHUs beslka
Ha 3Tale JleKOMIIeHCallu1 U IepeBO/Ji0OM Ha ClleljMaJIM3UPOBAHHYI0 CMeCh C HU3KUM COZlepKaHU-
eM 6esika. Heo6xonMa opraHu3anus CMCTeEMaTUYeCKOI0 HeOHaTalbHOro cKkpuHuHra Ha HHO,
BKJIIOYas JIeHIIMHO3, ¢ Hcroyib3oBaHueM TMC.
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MOWIBIH K9HE KOJI AMUMAFBI MEJAUIIMHAJIBIK TPAHCIIOPTTBIK
MMMOBHW/IM3ALIMSACHIHA APHAJIFAH YKAHA KYPCAY

K. A. flcayu aTbiHAaFbl Xa/bIKapaablK Ka3aK-Typik yHuBepcuTeTi, llIbiMKeHT K., Ka3akcTaH
Bi3 MeaUIMHAIBIK TPaHCOOPTTHIK UMMOOUIM3ALMsAFAa apHa/IFaH »aHa Kypcay/Zbl YCbIH-

[BIK, 0J1 aBTOK6JIIK KYpri3yLuisepi, xKeJeJ1 2KoHe YFbI MeJULIMHAJIBIK KOMeK KbI3MeTTepi 3ap-
Jlan LIeKKeH aZlaM/iapAblH MOWBbIH OMBIPTKA G6aFaHbl XoHe KOJ1 allMaFblH OeKiTyre apHaJiFaH
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KypbliFbliapFakaTazbl (Kazakcran Pecniy6irkacbiHbIH naifanbl Mogeide [latenT 14.03.2025
K. Ne10299).

MeauuuHaAbIK, TPAHCHOPTTHIK, KypcayJiap 6eJriji xkoHe KeHiHeH KOJIZaHblIa/ibl, MOMbIH,
KOJI2KoHe asiK 3aKbIM/JaHybIH/Ja MMMOOU/IM3al M Iay/ia KOJAAaHbICTa, 0J1ap/AblH apThIKIIbIIBIKTA-
pbI MeH KeMIUiaiKTepi 6ap [1, 2, 3].

Mogenbziy 6acTbl MiHAETI - ceHiMJI, bIHFalJbl TPAHCIOPTTBIK Kypcay >kacay apKblJbl
MOWBIH M€H KOJI aUMaKTapbIHbIH, 3aKbIMIaHYbIHAH 3apJal LIeKKeHJepre IYFblJ MeJUILMHA-
JIBIK, KEMEK KOpCeTYAiH TUIM/IJIIriH apTThIpy 00JIbIN TaObLIA/bL.

Mopgenb/iH TeXHUKAJIBIK HOTUXKeCI Kypcay »KYMBICBIHBIH, )KOFaphbl MMalfacblH KAMTaMachl3
eTy, OH/ipic eH nanAaJaHy/blH KapananblM/blIbIFbI, COHAAN-AK 0JIap/Abl TacbIMaJlay Ke3iHze
3ap/iamn LeKKeH aJlaM/jap/iblH ayblpCbIHYbIH a3alUTy 60JbI.

By/s1 HaTHXKere MOUBIH MeH KOJIJap/AblH UMMOOU/IN3alMsaiayFa apHaJIfaH TPaHCIOPTTHIK
IIMHA 3aKbIMJAJIFaH asK-KOJIbl OpPHA/IACThIPpyFa apHaJIFaH TOCeM KoHe 3aKbIM/JaJIFaH MOUBIH
aliMarbl )KoHe KoJ1ZlapFa apHaJ/IFaH OeKiTKilll TeceMre KaThICTbl, TOCEM MOJUBUHUIXJIOPUATEH
eKi KaTThbl »KaJIlakK, TYpiHJe »acaJFaH/bIFbIMEH KOJI »KeTKi3inAi. 6ip-6ipiHe »koFapbl 6epikKTi-
ri 6ap MaTaMmeH 6ipikTipisiren 6esiMzep, oJlapAbIH dpKAKUChIChI KaTThl 6esimaep 10-12 6o0ii-
JIBIK, 2k9He 20-22 KeJiieHeH 6aFbITTaFbIITAp, Oip-6ipiMeH Tik OGypbllINeH KOCbLIy MYMKIHZIr]
6ap >k9He OChl MO3ULUSAAA OJIap/ibl KaTaH OeKiTyre apHa/ifaH ThIFbIHMEH Ka0/AbIKTaJIFaH, Oy
KaFfan/ia MOMBIHFA KoHe 3aKbIMJla/IFaH KoJlZlapFa apHaJIFaH OeKiTKIlITep TeceMre KaTbICThI
TBIFbI3 OEKITY/i Xkacay yIIiH ap 6eJiiM/e )KabbICTBIPFbILI 6ap 2 6es/ik TYpiH/Je Kacala/bl.

KypcayzbiH Herisri 6e/1iKTepiH epeklie KypacThIpy KdHe 0JIap/blH 3JIeMEHTTEPIH epeKiie
OPHAJ/IaCThIPY OHBIH, }KYMBICBIHBIH, bIHFANUJIbIIBIFbIH KAMTAMAacChI3 €Te OThIPbII, OHbIH, }KYMbICHI-
HbIH, >KOFaphbl CEHIM/JIITiH, MalacblH KAMTaMachl3 €Ty apKblJbl MYH/IAal KypcayaapAbl nanja-
JIaHy TUIMJIJIITiH apTThIpyFa MyMKiH/iK 6epefi.

Cexuusiap Tontaphbl 6ip-6ipiMeH TyHicim, 6ip-6ipiMeH gypbic OGYphBIIITA KOCbLIY MYMKIiH-
JliriMeH opbIHJana/bl KoHe oJIapZbl OCbl KyH/le KaTThbl OeKiTy YILUiH »KaObICTBIPFBILI OeKiTy
6enikTepiMeH xkabapiKTaiFaH. COHbIMEH KaTap, YChIHBLIFAH Kypcay TOCEMiHiH JU3alHBbI ap
KakbIH 6es1iMiHe 180 rpagycka 6ypy MyYMKIiHZIrH KaMTaMachl3 eTe/i, 0JlapZblH Oypbl1y 6aFbl-
ThIH Ke3eKTeCTipy MYMKIiHZIri 6ap, 6yJ1 3 Ke3eriHje Kypcay/bl «KMHaJIMaJibl KiTal» CUAKTHI
»KaFfanblHA OYKTey MYMKIH/ITH KaMTaMachI3 eTe/.

dukcaTop 3aKbIM/la/IFaH asgK-KOJIFA apHa/IiFaH OeKiTKill 6esiiMAep TonTapbiHA GeJliHreH
6esiliKTep TYpiHJE Kacasafibl, a1 THICTi 66JiMAep TOOBIHBIH illliHAEe 9p OesAik 6eaiMaep/iH,
6ipiHe KaTbICThI Heri3re 6ekiTisireH. by xxarfaiizia op 6es16ey kabbICKbIII TYpPiHAeri 6eKiTKil
TYpPiH/e XKbl/laM OeKiTy 3/leMeHTiMeH a0/ bIKTa/IFaH.

KesikTik UMMOGU/IN3aLUA/IBIK LUMHAHBI JalbIHAAY KoHE TeXHUKACHI:

1. )Korap¥fbl asgsKTbl MMMOOUIK3ALUS/IAY YIIIiH ci3re:

- Kypcay/ibl TeTic 6eTKe Xalo KepeK;

- HAQYKACTbIH KapaKaTTaHFaH KOJIbIHA KypcayZbl opay;

- Kypcay/bl AYpbIC GYpBIIIKa 6YTY;

- OHBI ’)Ka0ObICKbIII GUKCATOPJIapMEH OEKITY.

2. Mo#ibIH OMBIPTKA 6aFaHbIH UMMOOUW/IM3alMsIay YIIiH:

- JKaraJibl Kypcay/ibl TETiC )Xepre »atro Kepek,

-)KaFaHbl OMIKTiKKe Kapall peTTel »KoHe HayKAaCTbIH MOWHBIHA 0pay.

- OHBI )Ka0ObICKbIII GUKCATOPJIapMEH OEKITY.

KypbLiFbl KeJiecifier )KyMbIC icTel/i: KypcayAbl 3apJan LeKKeH aJlaMHbIH 3aKbIM/a/IFaH
KOJI aliMaFblHa, MOMBIH OMBIPTKA 6aFaHacblHA OpaJIblIIl )KoHe OHbI apHalbl OeJi/liKTep MeH Ka-
ObICTBIPFBILITAPMEH OeKiTes .

TpaHCOPTTHIK, UMMOOWIU3AIMSAHBI OPbIH/AY Ke3iHJle 3aKbIMAAJIFaH CErMeHTIiHiH TOJIbIK,
OekiTinyiH KaMTaMachI3 eTy KakeT. bekiTy 3aKbIMJja/ifaH alMaKKa ipresiec keM jiereszie 2 6ybIH-
HbIH, KO3FaJIbIChIH MiH/IETTI TYp/e OEKITIN OTHIPHIIN, KO3FaJIMaNUThIH KaF/jail Kyphblll, OFaH MJIaCTUHa-
HBIH, Y3bIH/IbIFbl MEH TOJIBIKTBIFbI O0MBIHIIA COMKeC Uiy (AedopMalus) apKbLabl KOJI )KeTKi3iiei.
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[lnacTrHa asfK-KoJJbIH 3aKbIMJaHy CUIMATblHA KapaW, 3aKbIMJaJIFaH alMaKTbIH, CeHIM/Ji
yaKpITIIa UMMOOUIM3ALUSACHIH (AFHU KO3FaJMayblH) KaMTaMachl3 eTeTiHZeW eTinm Oyrineni.
Haykac eMziey MekeMeciHe »KeTKi3iJIreHHeH KeliH Kypcay 60caTblibll, Te3 )KuHauazabl. Kypcay
KaXXeT 60JIMaFaH Ke3/ie »KYMbIC iCTEMENTIH Kyi/ie, UKeM/iJIiriHiH 6alIaHbICThI OpaJiFaH Kyhae
CcaKTaJsaJpbl.

Kypcay ajieMeHTTepi *KMHaJ/IFaH Ke3/e 6ipTyTac KypblJIbIM peTiH/e *KHHaIa/bl.

TpaHcnopTThIK UMMOOUIN3ALMAIBIK KYPCcay/blH, KYpPbLIbIM/IbIK epeKIIeiri 3apan mek-
KeH aJlaMFa KOCbIMIIIA KapaKaT MeH aybIPChbIHY KeJATipMeH, 3aKbIMAa/IFaH akMaKThl OEKIiTY/liH,
YKOFapbl MaWJACbIH, KYpCayZblH *XYMbIC XaFJalblHa KeJITipyliH MUHUMaJ/bl YaKbITbIH, OHbI Me-
JULMHAJIBIK IPAKTHUKa/la KOJILaHY/bIH bIHFAUJIbLIbIFbl MEH TUIM/IJITIH pacTanuabl.

YcbIHBIIFAH Kypcay/iblH NaiijasaHybl MbIHaHAAl MYMKIiH/IiK OepeJi:

1. KypcayablH 1afFblH eJillieM/lepiH KaMTaMachl3 eTy ecebiHeH Ke3 KeJIT€H CTaHAapTThl
MeJVIUHAJBIK TeceM/Jie KypcayAbl CaKTay >XoHe TacbIMaJjjay MYMKIHJITIH KaMTaMacbkl3 eTy
apKbLJIbl OHBIH, NIal/la/IaHy bIHFAWJBLIBIFbIH apTThIpy. COHbIMEH KaTap, LIaFblH KeJIeM/JIK eJI-
meMzepi xKezes MeJULMHAJIBIK XKopAeM KeJliri MeH aBTOKOJIIK KyprisylijiepiH caJlOHbIHAA
yCTayFa MYMKIiH/JiK 6epefi.

2. KaTThl 6eKiTy/li 2KoHe KOoFapbl MalAaCblH KAMTAMachl3 €Ty apKblJbl 3aKbIM/Ja/IFaH MOM-
bIH M€eH KO0J1 alMaFblH UMMOOU/IN3a1ysaIay YIIiH KypcayAblH TUIMIIITiH apTThIPY.

3. 3aKpIM/la/IFaH ailMaKThl KOpLIaFaH 3aTTapMeH 6ail/IaHbIChIH 60J1blpMay apKblbl OHbI
TacbIMaJiay Ke3iH/ie 3ap/an LeKKeH alaM/ bl KOChIMIIA aybIPChIHY, TPaBMaTHU3aLUA/laH CaKTay.

4. OHbIH Heri3ri Kypamjac 0eJiiKTepiHiH - KaKCbl OHJeJIreH MaTepuasilaH >KacaJiFaH
TiKOYpBIIITHI NiwWiHAi 6eniMaepaiy - [IBX mimiHiH XeHiJAeTy apKblibl Kypcay eHJipiciHiH,
TUIMAIJIITIH apTThIPY.

KopbIThIH/bLIAN KeJie, MOMbIH MEH KOJI aiMaFblHa apHaJ/IFaH MeJULMHAJBIK TPAHCIOPT-
TBIK, Kypcay TUIMJIJIIr] )KOFaphl KoHe LIYFbIJI MeJULIMHAJIBIK KOMEK KOPCETY KaFAaublHJa Kyp-
cay KOJIJaHyfa bIHFaWJIbl )XoHe KbI3MeT €Ty Mep3iMiH apTThIpyFa, OHbI KOJIIAHY asiCblH KeHeu-
Tyre MYMKiHZiK Gepeni. Kypcayabl KojlaHy OHal KoHe KapaKaT aJiFaH Ke3Je »eJiel KeMeK
KepceTy Ke3iHJie 6apJ/iblK aBTOK6JIIK »KypridyluijiepiHe KaxkeT. TpaHCIIOPTTHIK, Kypcay KeJes
MeauLnMHaNbIK keMek, MUC, MB/], epT ceH/iipy KbI3MeTi CUAKTHI KeJjeJl KOMeK KopCeTy KaCill-
TepiH/ie MakAasaHyFa 60J1a/1bl.

Kondanviiran adebuemmep:

1. Bosbliasg Mepn. sHIUKJIONEAU, V1. pefakTop akal. [lerposckuint B.B., u3a.3, Mocksa: Coser-
ckast JHUuKJaoneaus, 1986 ., .27, c.435

2. bypxe M.K.,, Mammxan [T, Mypazgan AT. RU 2487689, 20.07.2013

3. llerpywmun [T, yTtak 0.C., RU 2 140 232 C1.,10.07.1998

EJIMKBAEB I'M., CAXABEK A.B., EPTALLOB E./I., TOJIETEHOB A.H.,
CA/IBIKOBA A.B., AUMAXAH 9.C.

CYHAETTEYTE APHAJIFAH ’KAHA K¥PbIJIFbIHbI BAJIAJIAPAA KOJIJAHY

X.A. flcayu aTbiHZaFbl Xa/IbIKapasblK Ka3aK-TYPiK yHUBEPCUTETI,
[IsiMKeHT K., KazakcTaH

Kasipri yakbiTTa 6as1asiap/ibl CyHAETTEY YilIiH MUKPOXUPYPTHUSJIbIK aclanTapAbl, annapart-
Tap MeH KYpPbUIFbLIAP/Abl Nakia/laHa OThIPbII, XUPYPTUSAJIBIK KOJIMEH eMJEeYAiH 9pTypJii TaCiI-
nepi kosnganbLiaze [1, 2, 3, 4, 5, 6].

Bi3 6asnanapabl cyHAeTey YlIiH KOJ/JaHaThIH )KaHa KypbliFbiFa KazakcTan Pecny6/inkachl-
HblH 22.01.2021 xbuirbl Ne5782 mnaiifjanbl Moziesi peTiH/e NaTEHT a//blK >K9He OHbIH, YJIKEH
TUIMJJIITIH KepaiK.
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[lananbl MogenbAl YCbIHYAFbl MaKCaTbIMbI3: CYHZETTeY YIUiH Te3 »Ka3blJIaThbIH, aybIPT-
HNaWTbIH, KOCMETHKAJIBIK, KaKChl 9cepi 6ap, XUpyprusJiblK apajacy yaKbITblH a3alTaThbIH XKoHe
a3 ’KapaKaTTaWTbIH KYPbUIFbI YChIHY.

[laiijanbl MoJesb/iiH, TeXHUKAJBIK, LlelliMiHe KeTy ylliH Stayer nuporpad KypblIFbIChIH
KoJsAaH bIK,. [luporpadus fereH «oTneH cypeT cany» AereHzi 6isgipeTtini 6esriii. [luporpadu-
AJIBIK, KYPBUIFbLIAPABIH KYPbIJIBIMbI 6T€ KapalnanbIM XKoHe 0J1 KeJleCiZieH Typazbl: KepHey/i Ty-
JbIpaTbIH TpaHCcGOpMaTop; TpaHCPOPMATOPAbI TYTKAaMeH KOCAaThIH CbIM; KbI3aThIH YIlbl. KyaT
peTTeriii apKbLIbl TYTKAaHbIH KbI3/bIPY KYLLUiH 63repTyre 60sa/bl. [IuporpadThiH xKyMbIC icTey
NPUHLUII: TYTKaFa HUXPOM ChIMBIHBIH, 6ip 661iri 6ekiTisireH. OFad TpaHcGOpMaTOPMEH TYAbI-
paThIH 3/1eKTp KepHeyi 6episesi. Tok acepiHeH HUXPOM KOFapbl TeMIepaTypaza Kbi3azabl. a1
OCBI BICTBIK, YIIbI CYHZETTeY YIUiH KOJIJaHblIa/bl. JJIEKTP KyaTbIMEH AYpbIC )KYMBIC iCTey YIIiH
KeMiHzie 5B kepHey MeH KeMiH/ie 4,5A TOK TyAbIpaThIH KyaT Ke3i KaxeT. [IuporpadTapThiH KbI3y
YIIBIHBIH TYpiHe Kapal eki Typre 6eJjiiHe/ii - KATThI 3koHe CbIM YIIThI. KypbIJIFbIHBIH )XYMbIC O€Ti
KaTThl O0JIFAHbI )KaKCbIPaK, ce6e6i OHbIH, illliHe HUXPOM CbIMbI CaJIbIHFaH.

Stayer nuporpadbl TexHUKaJbIK O0aKbliay HOpMaJiapblHa, COHJAM-aK Kayilci3Aik cTaH-
JlapTTapblHa coliKec KeJiei. KypbllFbl 3/1eKTP TOTBIHBIH, COFYbIHAH KOpFay 60oWbIHIIA [ KJIacThl
»KabbIKKa »kaTa/ibl. [luporpadusra apHasFraH 6apJ/blK KYPbLIFbLIAP/bIH, illiHae Stayer-aiH ap-
TBIKIIbLIBIKTAphl Ke1l. [IuporpadThiy, TpaHCcPOpMaTOPhl KATThl KOPIYCKA OPHa/IaCTbIPbIJIFaH,
bIHFAWJIbI, Naii/la/laHyFa OHaM *KoHe eH, 6aCThIChI KAyirncis.

CyHZeTTeyAiH TeXHUKACHI 3JIEKTPOTEPMOKOATYJIATOPAbI KOJIJAHY apKblJIbl OpbIHAA/IAThIH
d/licTeH alTapJbIKTal epekuieneH6enai [7, 8].

KeIHbIC MyLI€eCiHIH JOpcanbAbl HEPBTEPIH XaHCbI3JaHAbIPY YIIiH 2% - 1,0 M1 1MJ0KauH
epiTiHAici KosgaHaMbI3. JKaHCbI3jaH/[bIpFaHHAH COH, onlepanys 6actanazpbl. ?JKbIHbIC MYILIECiHIH,
YKaHCbI3JaHFaHbIH TEKCEPY/i, »KbIHbIC MYLIECiHiH KYNeriH )kabblCKaKTap MeH cMerMasaapzaH 60-
caTa OTBIPBII, )KbIHBIC MYLIECiHiH 6acblHA Kapal 6apblHIlAa TApTY apKblJibl Ky3€ere acblpblia/bl.
TosblK >kaHCbI3laHFaH/A 6aJ/1a Ma3acbI3[laHOal/ibl, aybIPChIHY ce3iMi 60JIMal/ibl .

Kecy anpapiH/ia »KbIHbIC MYLIECiHIH OAaCbIHbIH YCTiHE, y3/je4Ka )KarblHaH, OHbI Ka/1blpa OThI-
pBIII, caruTaab/i )Ka3bIKThIKTa 35 — 40° 6yphIlTa Y3bIH 60MbI KbICKbBILI ca/iblHa/bl. KepHey peT-
TeriiHiH keMeriMeH Stayer nuporpadbIHbIH, YIIBIHBIH TeMnepaTypachkl 4502C-ten 7502C Kout-
bl1abl, KepHeyi 0-m1eH 5 B-ka geliH petTeiiMmis, Tok »xwuijiri 50 I'n, KyaTsl 40 BT 60/1ybl Kepek.
JKbIHBIC MyILIECiHIH CBIPTKBI XKoHe illKI KanblpaKllaJapblH KbICKbIIIINEH ycTal O6ipre Keciieni,
Stayer nuporpadbIHbIH KeCETiH YIIbIMEH Oip Me3eTTe, XKbIIbIThLIbIN, 6asdy kKecisefi. Keciiren
IIIKi >kanbIpaKaHbIH KaJIFaH 06JIiri >KbIHbIC MYLIECiHIH 6acblHaH TYOiHEH Kapal KahblpblIa/bl.

OnepanusHbIH Ke3eHJepi: 1. aHecTe3us; 2. pUM03 GOJIFAH Ke3/e KYNeKTiH, illiKi KabaTblH
abln, KeHelTy; 3. KynekTiH TepiciHe TiKeJsied KbICKBILITHI CaJIbII )X9HE OHbI KbI3/IbIPbLJIFaH
Stayer nuporpadbiHbIH KeceTiH ylibIMeH Kecy; 4. KecinreH imki »anblpbIKIachl XbIHbIC MyIlIe-
CiHiH 6acblHaH TyOiHe Kapai, CbIpTKa KaubIpy.

[Taitganbl MoJesb/liH MaHbI3/1bl epeKIlesik 6enrisiepine xkatapl: 1) 2% - 1,0 M 1uj0KanuH
epiTiHAiciMeH JopcabAbl HEPBTI KaHCbI3AAHABIPY XKyprisisefi. TobIK XKaHCbI34aHAbIPbLIFaH-
HaH COH, XUPYPrUsJIbIK, ic-11apa »*yprisinesi. 2) Kecy anibiH/a caruTanab/i )a3bIKThIKTa KbIHBIC
MYLUeCiHiH GOMJIBIK OCiHEH, y3/e4yKa »*afblHaH 35 - 40° OypbllITa, ilIKi KA6aTThl ycTal TYpbIN
Y3bIH KbICKBIIITBI KOAABL. by/1 apKbLIbl 2KbIHBIC MYLIECIHIH KYNeriH Kecy Ke3iH/e XbIHbIC Myllle-
CiHiH y3/ie4yKacblHa 3aKbIM KeJITipiiMel/ii, 6ipKesIKi KeCy OpbIHa/Ia/ibl )KoHe MbIHbIC MYLLIECIHIH
6acbIHbIH, aHATOMUSAJIBIK, KYPBLIBIMBIH 3aKbIM/Iall aJIMal/ibl. 3. )KbIHbIC MYLUECIHIH €Ki KalbIpak-
1Iachl Aa 6ip yaKbITTa KbICKbBILLIIIEH YCTala/bl. Stayer nuporpadbIMeH *bIHbIC MYIIECIHiH TeK CbI-
PTKbI TepiciH Kecy ThIPTBIKTbI GUMO3Fa aKese/i, cebebi ilKi »kanbIpaKiiachl y3bIiH 60/1a/bl, al
OyJ1 onepanuys/iaH KeliHTi ke3eH e onepalys/laH KeWiHT1 ThIPThIKThIH JYPbIC KaJbIITacCayblHA
asibin Kesieai. 4) CyHJeTTey KesiHjeri Kecy/i KbI3/IbIpblIFaH, KECETIH YIITHIFbI 6ap Stayer mupo-
rpadblH KOJJAaHy apKblibl XUPYPrUSJBIK, KbICKBIIITHIH YCTIHEH OpbIHJAANa/bl, ce6e6i KbICKbILI
’KBIHBIC MYLUIECIHIH 6aCbhIH 3aKbIM/alN aayzbl 60AbIPTHANABL 5) Stayer nuporpadbIHbIH, KbI3/1bl-
pbUIFaH, KeCKILI YIIBIMEH »XbIHbIC MYLIECiHIH ILIKI )KanbIpaKIIACbIH KbICKBILITHIH YCTIHEH TaFbl A
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Kecyre 60J1a/1bl, cebe0i ilIKi )KanblpaKlachl Y3bIH 00JIBII KaJIbI THIPTHIKThI UMO3Fa 9KeJ1y Kaymi
6ap. bys1 ackpiHy 1 *kacka JeliHri 6ananapza xui ke3gecefi. 6) KabaTTapblH Tiry »koHe y3/e4-
Ka aiiMarbiHa [1-Topisai Tiric cany Tasan eTinMei/ii, COHAbIKTAH OYJI ONepalUsHbIH, *KapaKaTbIH
azalTa/ibl >KoHe onepalMs YaKbIThIH KbICKApTaZbl. 7) AcnanTtap »koHe Kecy YIIbIH 3apapchbl3/iaH-
AbIpyAbl KaxxeT etneii. 8) KaH keTyzi 60J1bIpMaii/ibl 2koHe »XKbIHbIC MYIIECi KyNeriHiH KabblHy
aypyJiaphbl Ke3iH/e Jie KoJIlaHy MYMKIiHILIJIIr 6ap, ce6e6i kecyai KbI3blpblIFaH YIITHIKIEH KOAry-
JISLUSA KacalMBbI3, a1 6yJ1 — 0aKTEPUOLUATIK acep eTei.

Cyngzetteyai Stayer nuporpadusiablK KYpPbIIFBICHI Kacay MaHbI3/Jbl OeJriiep/iH, XKHUbIH-
ThIFbl OOWBIHILIA >KaHAJbIK OO0JIbIN Tabblaajbl, cebebi *kapakKaTTbl aszaWTafbl, oOlepalus
yaKbITbIH KbICKAPTAa/lbl KOHE OHbI XeHineTeai. YChbIHbIIFAH MakAalibl MoJesb GipkaTap ap-
TBIKIIBbIIBIKTapAbl KaMTaMachl3 eTeJli: 0J1 OPbIH/AY TEXHUKACBIH »KeHiJeTe/i, ayblpTHau »*a-
caJa/ibl, OllepalUAHbIH Y3aKThIFbl KbICKApa/ibl, )KapaKaTThbl a3aluTa/bl, Tiric MaTepHUaJblH YHEM-
Jlel /11, 2kaKCbl KOCMETUKAJIBIK 9cep Oepeii ’KoHe KYH/Ae1iKTi 6aKbLIayAbl KAXKeT eTIEUTIH/IKTEH,
KaH afy 60/IMalTbIH/IbIKTaH ONlepalMsiHbl YU KaFjailblH/a )KacayFa MYMKIH/IK 6epeJi.

YcoiHblIFaH aic 6oibiHLIA 2021-2025 *)biigapsl 1000-HaH acTaM onepanys *,acaablHJbI.
Oprama onepayusa yakpiTel 10 MUHYTTBI KypaZbl. Onepanus KesiHje xinTep nahjajaaHbliMa-
Jibl. OnepanysaaaH KeliHri keseHJeri ackbiHy1ap 1 xkafaaiaa 6046l 3 aljbIK 6a/1a1a onepanu-
AJJaH COH, ThIPTBHIKTbI ¢HMO3 faMbl/bl. COHABIKTAH CYHZEeTTeyAl Stayer nuporpadriMeH KanWTa-
JIall OpbIHAAABIK,. Byl )KaFqan/1a KbICKBILITHI i1IKIi 2KanblpaKLIacbIMeH KOca yCTarl, YCTiHeH Stayer
nuporpadbIHbIH KbI3bIPbLJIFaH, KECKII YIIbIMeH KecTik. Kem Mep3iM/i HoTHKesiepi Tamalua.

KopeiTa ailTKaH/1a, 6ananapbl CyHAeTTeyAl Stayer nuporpadblH KoJ1ZJaHy apKblibl OPbIH-
Jlay ollepaLyaJIbIK Ke3eHHIH epTe )XoHe Kelll Mep3iMepiH/ie KIMHUKAJIBIK )KaKCbl HOTHXKeJiepre
KOJI )KeTKi3yre MYMKiH/iK 6epeji.

Stayer nuporpadusa/blK, KYpbUIFbICBIH CYHJETTEY YLIiH KOJIJaHy XUPYPrUsIBbIK ic-opeKkeT-
TepAiH, YaKbITbIH KbICKAPTaZbl, KapaKaTThl a3auTa/bl KoHe KOCMETHKAJIBIK, dCepAi »KaKcapTyra
MYMKIiH/IiK 6epefi.
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KAKAHOBA A.b., MAH>XYOBA JI.H.

MPOTHOCTUYECKUE ®AKTOPBI U MCXO/bl PELIUIMBOB OCTPOTO JIEWKO3A B
JIETCKOM BO3PACTE, JAHHBIE OJJHOTO LIEHTPA

AO «Hay4HbIN LleHTp NeJUaTPUU U LeTCKOU XUpyprum», I. Anmarsl, Kasaxcran
AxkmyaavHocms. OcTpbiii muMo61acTHbIN Jeiiko3 (0J1J]) ssBsieTcs HanboJiee pacnpocTpa-

HEHHbIM 3JI0Ka4YeCTBEHHBIM 3a60/1eBaHUEM JIeTCKOro Bo3pacTa. HecMoTps Ha ycnexu Tepanuy,
peluJrBbl OCTAIOTCS OCHOBHOW NPUYMHOMN HebJiaronpusaTHOro ucxoza [1]. ®akTopel pucka
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peLu/MBa BKJIKYAKOT KJIWMHAYECKHUE NPOsBJIEHUs NpHU AebtoTe 3abosieBaHUA (TUllepn/iacTuye-
CKUU CUHJIPOM, BbICOKU U JIEUKOLIMTAPHBIN UH/EKC), [UTOTeHeTUYeCKHE 0COOEHHOCTU OMYXO0JIU
Y paHHUM OTBeT Ha Tepanulo. [lonck npeaukTopos penugusay geteu ¢ OJIJ1 uMeeT BaxkHOe 3Ha-
YyeHUe /1 UHAMBU/Iyaln3al i1 TePAMU U CHUKeHUs1 CMepTHOCTHU. OnipesiesieHre CBA3U MeXIy
MCXO/HBIMM XapaKTepUCTUKAMH, LIUTOTEHETUKON U OTBETOM Ha TepaIuIo MO3BOJIUT YIYYLIHUTh
IPOTHO3MpPOBaHUE U KOPPEKTUPOBATH JieYeOHYI0 TaKTUKY [2].

Llesb uccaedosarusi. OeHUTb KJIMHUKO-1ab0paTOpHble GaKTOPhI, aCCOIMUPOBAHHBIE C pe-
uuauBamu y geteu ¢ OJUJIL

Mamepuassl u Memodsl. B peTpocnieKTHBHOe HUcciejoBaHMe BKIoYeHO 308 feTeil ¢ Briep-
Bble IMarHOCTUPOBAHHBIM 3a nepuof 2021-2024 rr. OJIJI. Cpeay HUX rpyniy CTaHAAPTHOTO pU-
cka coctaBusu 256 (83%) neteis, a rpymnny Bbicokoro pucka - 52 (16,8%) pebenka. 3a nepuop,
HabustoieHus 3adpukcrupoBaHo 33 penuausa 0J1J1 (10,7%).

Pacnpenenenue 33 nanueHTOB C pelMAMBaMU 110 [10JI0BOMY IPU3HAKY [10Ka3aJso NpeBa-
JINPOBaHUeE JIUL, MY»CKOT'0 110J1a:

e Masibuuku - 20 (60,6%),

e neBo4kM - 13 (39,4%).

[Io Bo3pacTHBIM rpynnaM nanueHThl ¢ penuauBaMu OJIJ] pacnpefenuavch ciefyroliuM
obpazom:

Ta6suna 1. Pacnpenenenue nauueHToB ¢ pequarBom OJIJI mo Bo3pacty

Bo3pacTHas rpynna KosnuecTBo getent %

3-6 et 5 15,2%
7-10 set 10 30,3%
10-15 net 17 51,5%
Crapiue 15 set 1 3,0%

OueHMBaNIUCh CeAyIOlLMe TapaMeTpbl: MHUIMATbHble KIMHUKO-/1ab0paTOPHbIE JAaHHbIE:
BbIPAKEHHOCTb JIMM$onpoaudepaTUBHOrO CUHApPOMa (remnaTocijieHoMeraaus, noJauauMmdo-
aJleHoNaTHs, JIEMKOLMTO3), JaHHble UMMYHOPEHOTHUIIMPOBAHUS NMOBEPXHOCTHBIX aHTUTE€HOB
6/1aCTHBIX KJIETOK, [I0Ka3aTe/u UTOreHETUYEeCKUX UccaesoBaHUU. Takke MpoBoAUIach OLEeH-
Ka OTBeTa Ha Tepaluio0 B KOHTPOJIbHbIE TOYKH COIVIACHO NMPOTOKOJy Tepanuu. Tak, oleHUBa-
JIOCh YMCJIO JIEMKEMUUHBIX KJIETOK B HeprudepuyecKkoM aHaM3e KpoBU Ha 8ol ieHb Tepanuy,
COCTOSIHME KOCTHOTO Mo3ra Ha 15-i u 33-i AHU Tepanyu N0 JaHHbIM MHUeEJIOTPaMMbl, a TaKXXe
ycc/ae/loBaHue KOCTHOTO MOo3ra Ha 520 JileHb TepanuHu B cjly4ae OTCYyTCTBUS peMUCCUU Ha 33Ul
JieHb. [Ipy olleHKe MHesIoTrpaMMbl 06palllajocb BHUMaHWe Ha KJIETOYHOCTb KOCTHOT'O MO3Ta,
BOCCTAHOBJIEHHE BCEX POCTKOB KPOBETBOPEHHS M HaJIMYMe 0JIaCTHBIX KJIeTOK. [Ipu noJiHo# pe-
KOHCTUTYILIMU KOCTHOTO MO3ra U 6JIaCTHBIX KJIeTKax MeHee 5% COCTOsiHUe paclieHUBaloCh KakK
reMaToJIoTu4ecKass peMUCCHS.

Pezynbmamul uccaedogaHusi u obcyxcdeHue. Pe3ynbTaTbl UCCAe0BaHUS U OOCYKAEHUE.
AHanv3 1moJIoBO3pacTHbIX OCOOEHHOCTEN B rpyIIe HCCAe[0BaHUS MOKasaJ, YTO PeLUMBbI
yale HabJIIoJa/iuCh Y MaJIbYMKOB, @ HauboJIbIlast 015 CJy4aeB MPUXOAU/Iach Ha BO3PACTHYIO
kaTteroputo 10-15 jieT. 3TO NOATBEPKJAET, YTO MOJ U BO3PACT SIBJISIIOTCS IOMOJHUTENbHBIMU
dakTOpaMu pucKa He6JIaronpUsTHOIO TeYeHUs1 OCTPOro JMMPO06IaCTHOTO JIEMKO03a, UTO MO/ -
TBEPKJaeTCcsd MHOTUMU UCC/IeJ0BAaHUSAAMH, IPOBEJI€HHBIMU JIpyrMMH aBTOpaMH. Tak, B uccaesio-
BaHuU Trixy G. c coaBTOpaMu 0TMevaeTcd, UYTo Bo3pacT <1 roga u >10 seT, a TakkKe My»CKOH 110J1
4acTo BXO/JSIT B KPUTEPUM BbICOKOTO PHUCKA peluiMBa OCTPoro Jekko3a [3]. A B ucciejoBaHUU
Zhang R c coaBTopamu [4] nokasaHo, 4yTo AeTH ¢ B-ALL Bo3pactom = 10 sieT HaxoAsATcsA B 6oJiee
BBICOKOM pUCKe peruausa B-ALL.

Cpenu Bcex 33 manueHTOB ¢ peuuauBoM (100%) pacnpeziesieHre 0 BpeMeHU BO3HUK-
HOBEHMUS peliu/iMBa BhITJIS/E10 CeYI0IIUM 06pa3oM:
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e cBepxpaHHUe peluauBel - 13 cay4aes (39,3%),

e panHue - 12 cayyaes (36,3%),

 no3/iHue - 8 ciay4yaeB (24,2%).

OTHOCUTEJIbHO HU3Kas 10J14 I03JHUX PeL|IUBOB 00yC/I0BJIeHa KOPOTKHUM IepHOA0M Ha-
OJII0JeHHUs, TaK KaK B aHa/IM3 ObI/IM BKJIOYEHbI TOJIBKO JleTH, KOTopbIM AruarHo3 OJ1J1 ycraHoB-
JIeH B TeYeHHe MOoC/eJHUX YEThIPEX JIeT.

20 cayvaeB penuauBa OJIJ1 Hab/I0jaMCh y A€TeN IPYNIbl CTAaHAAPTHOTO PUCKA, YTO CO-
cTaBUI0 7% B JAHHOM rpynie HabJioAeHUs. B rpynne BbICOKOro pUcKa peluuB cayduicay 13
netelt (25% cpeny aetel JaHHOUW rpynnbl pyucka) (puc. 1). bosee Beicokas yacToTa peljuJMBOB
y JAHHOW KaTeropuy NaliueHTOB 00'bsICHAETCA CAMUMMU OUOJIOTMYEeCKUMHU 0COOEHHOCTSMHU OIy-
XOJIU.

Peunauesl No rpynnam pucka
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=3
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%]

N
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= —
o w

Ipynna cTaHAapTHOro pucka Ipynna BbICOKOrO pUcKa

Pucynok 1. Yactora peyugueoB OJIJ] B 3aBUCMMOCTH OT IPYIIIbI pUCKa

OneHuBasach CTelneHb BbIPAXKEHHOCTHU KJIMHUYECKUX NPOSABJIEHUN OCTPOro JIeMK03a Ha MO-
MEeHT IepBUYHOM AMarHOCTUKH B IpyNax NaleHTOB IPyIIbl BHICOKOTO PHMCKa U MALMeHTOB 3TOU
’Ke TPYyMIbl, HO C peliuiMBoM 3ab6osieBaHud. Tak, cpejd 52 nanueHTOB rpynnbl BLICOKOI'O PUCKa Y
21 (40,4%) numbageHonaTust He HabJoAaMach, y 16 (30,8%) oTMeuanach ymMepeHHas qumbae-
Honatus, ay 15 (28,8%) - BeipaxkeHHas iuMPazeHonaTrd. JlaHHbIN GaKT oTpakaeT TeHAEeHL U0
K 60J1ee BBICOKOM YacTOTe He6JIaronpUsATHBIX UCX0Z,0B NPY JJAHHOM KJIMHUYECKOM NPOsIBJIEHHUU.
JTO M03BOJIAET PaCCMAaTPUBATh BbIPAXKEHHYIO JIMM(aleHONATUI0 KaK MMOTeHIMaJlbHbI POTHO-
CTUYECKUU MapKép HebaronpusaTHoro TedyeHus OJIJ] B rpynne BbICOKOTO pUCKa.

Cpezu 52 manyeHTOB rpyninbl BbICOKOTo pucka y 15 aerei (28,8%) nprsHakoB renarto-
CIJIEHOMETaJIMY He 0TMedaJioch, y 28 aerteit (53,8%) Habutofasicss yMepeHHbIN runepnia-
CTUYEeCKHMI CUHAPOM (yBeJiMueHHe NeYeHU U cesie3éHkU), ay 9 (17,4%) - BeIpaKeHHBbIH -
neprjiacTu4ecKui CUHAPOM.

[Io JaHHBIM pa3/IMYHBIX UCCJIeJOBAaHUH, BbIPAXKEHHOCTD JIUM(aZleHONaTHUH U renaTocIlie-
HOMeTaJIMU Y JieTel ¢ OCTpbIM TUMP061acTHBIM Jieiiko3oM (OJIJI) acconuupyeTcs ¢ NOBbIILEH-
HbIM PUCKOM peLH/iMBa U He6JIaronpusATHBIM IPOrHO30M. B rpynne BbICOKOr0o pucKa B HallleM
MCC/IeIOBAaHUU Cpe/iv NMalMeHTOB C BbIpaXKeHHOW JIMMda/ieHonaTuell peliuuB 3aperucTpupo-
BaH Y 40%, a mpy yMepeHHOU U BbIpa)KeHHOU renaTtocijieHoMeraanu -y 53,8%. 3Ty Habawoze-
HUSA NOATBEPXKAAOT TeHJEeHLHUI0, ONIMCAHHYI0 B JIMTEPATYPE, O TOM, YTO BbIPAXKEHHOCTb JINM-
dbazeHONaTUM U renaToClJIeHOMEeraJluyd MOXeT CJAYXUTb NPeJUKTOPOM Heb6J1aronpUsTHOIO
ucxoza [5].

[Ipy aHa/M3e MHULHAJIbHBIX KIMHUKO-1ab0pPaTOPHBIX JaHHBIX Y NALlMEHTOB I'PYIIbI BbI-
COKOI'0 pUCKa BbIsIBJIeHO, UTO 31 pebeHKa (59%) Ha MOMEHT JJUarHOCTUPOBAaHUs JieliKo3a ypo-
BeHb JieHKkonuToB npeBbiman 100*10° kyi/ma, y yeTBepTH nanueHToB (13 geteit - 25%) ypo-
BeHb JIEHKOIIUTOB OB B npefesax 20-99*10° ki /mi. U iuib y 8 netewt (14%) ypoBeHb JIeHKO-
LJUTOB ObIJ1 B HOPMe MJIM HabJI10/ja1ach UHULIMaIbHAasA JIeMKoNneHUsl. AHaJIoTUYHas TeHAeHLUsA
HabJoia/1ack B rpyIIle JeTel, y KOTOPbIX Pa3BUJICH PELUUB.

55



Ta6sivua 2. CpaBHeHUe 1ab0PaTOPHBIX JAHHBIX IPYIIbI ALlMEHTOB C PELUAMBOM C 00OLIei
rpynnoy nanyeHToB ¢ OJIJ HRG Ha MOMeHT MHMIIMa/IbHOW JJUaTHOCTUKH JIeMKO03a

IIpusHak Oo61mMe JaHHbIE JlaHHbIe 110 JeTAM C peuuam-
110 BCEM JIeTSM C | BOM, MHMIIMAJIbHO OTHECEHHbIX
HRG B HRG

I'nnepseiikonuTo3 (100 *10° kai/Ma 1 Gosiee) |59% 61%

Jletrikonuto3 20-100*10° ku1/Ma 25% 23%

HopmonuTos 7% 7%

JleliKoneHust 7% 7%

Cpein UMMYHOJIOTHYECKUX BapUaHTOB Npeob6Jsajanu B-ynvHelHble popMbl, NpeuMylle-
ctBeHHOo Common B u Pre-B, npu4yém Hanure CD34" 1 KO3KCIPECCUH MUEJIOUIHBIX aHTUTE€HOB
(CD13*/CD33dim™) accouunpoBasochb ¢ 6ojiee BbICOKOM YacCTOTOW penuAuBOB. T-TUHEHHbIE
Pre-T/ETP-deHoTHNIBI TaKKe XapaKTepU30BaJIUCh He6JIaronpuUATHBIM NporHo3oM. bosee ya-
CTOe pa3BUTHeE pelM/IuBa 0TMeYaaoCh y MAUEHTOB C BbIPAXKEHHBIM T'MIIepNIaCTUYECKUM CHH-
JipoMoM. TakuM 06pa3oM, coyeTaHUe He3pesoro UMMyHOdeHOTUNA CJeAyeT pacCMaTpUBaATh,
3aMe/lJIEHHOT 0 OTBeTa Ha TepalHti0 ¥ KIMHUYECKUX IPU3HAKOB CUCTEMHOI0 TOPAXKEHUS MOXKET
paccMaTpUBaTbCA Kak NpeJUuKTOp penuausa y feteit ¢ OJIJI rpynnbl BbICOKOTO pUcKa [6].

21 (40%) B [pynna BLICOKOTO pUcKa Npu uarHocTuke (n=52)
BN [pynna BLICOKOTro pUCKa — peunane (n=13)

13 (25%)

11(21%)

Yucno naumeHToB

75F 7(13%)

5.0

3 (23%)

251 (15%) (15%)

0.0

Common B Pro-B Pre-B T-ALL He ykaszaHo

PucyHok 2. Pacnpegenenue nayuentToB OJIJ1 HRG o MMMyHOJIOTUYeCKHUM BapUaHTaM

Bblia npoBeJieHa OlleHKa OTBeTa Ha 6a3MCHYI0 TEPANHUIO B 1|eJIOM B I'PyIIe BbICOKOTO PH-
CKa U B rpyIIIe leTeX U3 IPyNIbl BLICOKOTO pUCKA C YCTAHOBJIEHHBIM PELIUJUBOM 3a060/1€BaHUS.
3aMevyeHo, UTO y [ieTel, Y KOTOPbIX CAYYUJICS PeLUAUB, IPU IEPBUYHOM JIEUEHUH OCTPOTO JIeH-
KO3a 0OTMevaJics 3aMe/lJIEHHbIA OTBET Ha Tepanuio. To ectb, MeHee 1000 JieiKeMUUHBIX KJIETOK
Ha 80U AeHb Tepanuu ObLIO JIMIIb Y OAHOrO nanyeHTa us 13, uto cocrtaBusio 7,7%, Ha 15b1i
JleHb PEKOHCTUTYLUSI KOCTHOT'O MO3ra C KOJIMYeCTBOM 6J1acTOB MeHee 5% HabJ1to1a1ach TaKxke
TOJIBKO y ofHOr0 pebeHka (7,7%). Torga kak B 11eJI0M B IPYIINe BBICOKOTO pUCKaA OTBET Ha 8oi
JleHb Haosoganca y 6 (11,5%) agereit us 52 getei, pemuccus no JaHHbIM MUeJOTPaMMbl Ha
15b11 feHb HaGrOga1ack v 9 geteit (17%).

Ha 33uii genb focTuruyTta pemuccus y 7 nanueHToB (53%), B rpynne geTel ¢ peLujuBoM,
Uy 24 nauueHToB (46%) B nesiom B rpyne. Y 12 (23%) peTel M3 rpynnsl BbICOKOTO pHUCKa
BBINOJIHAJIOCH JOMOJTHUTEbHOE HCC/eloBaHMe MUeJiorpaMMbl Ha 52 neHb. UccieqoBanue mo-
KasaJlo, YTO U3 3TUX 12 ieTel, y KOTOpbIX He Obl10 0TBeTa Ha 33 JieHb, yeThbipe (30%) nagueHTa
JlaJIu pely/iuB.
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Ta6siuna 3. CpaBHeHUe OTBeTA HAa UHAYKIIMOHHYIO TEPANUIO B TPYIINe NallMeHTOB
C pelyuAMBOM C 0611el rpynnoi nauueHToB ¢ OJIJI HRG

IIpusHak O61Me JaHHbIE 10 BCEM JlaHHbIe 110 JeTAM C peluJUBOM,
aetaMm ¢ HRG VMHMIIMAJIbHO OTHeceHHBbIX B HRG

KosnuectBo 6JiacToB Ha 8oii|59% 61%

neHb MmeHee 1000

Pemuccus Ha 1561 1eHb 25% 23%

Pemuccusa Ha 33uli feHb 7% 7%

Takum 06pa3oM, y nallMeHTOB TPYINbI BICOKOTO PUCKA 3HAYMMBbIX PAa3/IMUUU M0 YPOBHIO
JIEMKOLUTOB MEX/y 00111l KOTOPTOU U IeTbMHU C PELIUJUBOM HE BbISIBJIEHO, OJHAKO TUIIEPJIEN-
KOIIMTO3 Yallle OTMeyaJicsl Y MalMeHTOB, Y KOTOPbIX BIOC/JAEACTBUU PA3BUJICS PeLlUIUB. 3aMe/l-
JIEHHBIM PAaHHUU OTBET Ha Tepanuio OTpakaJl pe3UCTEHTHOCTb JIEMKEMUYECKOTO KJIOHA U He-
6J1aroNpUSTHBINA MPOTHO3.

HecmoTps Ha oxxujjaeMoe npeobJsiajlaHie pequMBOB B IPyIie BbICOKOTO0 PUCKA, peluau-
BbI TAKXXe PETMCTPUPOBAIMCh U CPeiU MALUEHTOB CO CTAHJAPTHBIM PUCKOM. ITO 00yCJI0BUJIO
HEeo0X0AMMOCTb aHaJiM3a UX KJIWHUKO-J1ab0paTOPHBIX, UMMYHOJIOTUYECKUX WU TepaneBTUYe-
CKHUX XapaKTePUCTHK.

Cpenu peTteil rpynibl CTaHAAPTHOrO pucka (n=256) npu aebroTe 3ab601eBaHUs JelKoIe-
HUA BbIABJANIACh y 45 nauueHToB (21%), HopMaJibHbIN ypoBeHb JieMkouuToB -y 81 (38%), eit-
KouuTos -y 49 (23%), runepseikouutos -y 34 (16%). Cpesu 20 nanueHTOB C OCAEAYOLIUM
peuUUBOM CTPYKTYypa NOKa3aTesied HECKOJIbKO OTJIMYa/Iach: JIEMKONEHHUS OTMeYeHa JIMIb y 1
pe6éHka (5%), HopMasbHble 3Ha4YeHUd -y 8 (40%), nelikouuTos -y 5 (25%), runepieMKoLUTO3
-y 6 (30%). Takum 06pa3oM, y NaliHEHTOB CO CTAaHJAPTHBIM PUCKOM PeLU/IUB Yallje aCCOLUUPO-
BaJics ¢ 60J1ee BbICOKUM YPOBHEM JIEUKOLIMTOB PU IMAaTHOCTUKE.

Ta6suua 4. CpaBHeHUE KJIMHUKO-/1ab0PaTOPHBIX JAHHbIX B IPyINe JeTell CTaHJapTHOr0 pUCKa
OJIJ1 Ha MOMEHT NEePBUYHOHU JUATHOCTUKHU JIeMKO3a

IlokasaTeb Karteropusa I'pynna I'pynna cranaapTHOro
CTaHAAPTHOTO pHCKa - penu B
pucka (n=256) (n=20)

JleiKouMThbI NpH JAe610Te |JleliKoneHUs 45 (21%) 1 (5%)

Hopma 81 (38%) 8 (40%)
JleKoIUTO3 49 (23%) 5 (25%)
[unepsieHKoIUTO3 34 (16%) 6 (30%)
UMMyHOpeHOTUI Common B 182 (71%) 13 (65%)
Pro-B 37 (14%) 0 (0%)
Pre-B 26 (10%) 6 (30%)
T-ALL 11 (4%) 1 (5%)
OTBeT Ha Tepanuio 8-11 neHb (0TBET) 209 (82,5%) 16 (80%)
15-# neHb (oTBeET) 21 (8,5%) HeT
33-1 feHb (OTBET) 26 (9%) 20%
52-# neHb (0TBET) - HET

lematocmieHoMeraaua |EcTb 104 (40%) 14 (70%)

Her 152 (60%) 6 (30%)

JlumpaaeHonaTus Het 142 (55%) 5 (25%)

YMepeHHast 78 (30%) 9 (45%)
BbipaykeHHast 36 (15%) 6 (30%)
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JlumdaieHonaTHa pa3IMUHOM CTENEHU BBIPaXKEHHOCTH Oblyla XapaKTepHa /s YacTH Nalu-
€HTOB IpyNIbl CTAaHAAPTHOIO pucKa. U3 256 neteli yBenmyeHue JUMPaTUIECKUX Y3JI0B OTCYT-
ctBoBasio y 142 (55%), ymepeHnHas auMbageHonaTus Had oaanack y 78 (30%), a BbipaXkeHHas
-y 36 (15%). Cpeau 20 mayeHTOB C peUUAMBOM OTCYTCTBUE JIUMPaIeHOMATUU OTMEYaN0Ch Y
5 neteit (25%), ymepenHast -y 9 (45%), a BeipaxkeHHast - y 6 (30%). Takum o6pa3oM, penu/u-
Bbl Yallle pa3BUBaJIUCh y NMAalMEHTOB C YMEPEHHOM WJIM BbIpaXXKeHHOHU JiMMbaeHonaThel npu
JlebroTe 3a00J1eBaHMs, YTO MOXKET YKa3bIBaThb Ha CBA3b JIUM$onpoarudepaTUBHOI0 CUHAPOMA C
60Jiee BICOKMM PUCKOM HebJ1aronpusTHOIO UCXO/a.

AHany3 UMMYHOQEHOTUNINYECKUX JAHHBIX ¥ 256 MallMeHTOB CO CTaHAapPTHBIM PUCKOM I10-
KasaJl, YTO HauboJiee YacTo BhISBJSICA TUNHUYHBIH Common B-¢penotun (CD19* CD10* CD22*
CD79a* HLA-DR" CD38* CD45”dim), onpenenénubiii y 182 nereii (71%). Pro-B BapuanT (CD19*
CD10~ CD34" CD79a”cyt") 3apeructpupoBaH y 37 nanueHtoB (14%), Pre-B (CD19" CD10*
CD20" cytigM* CD79a*) -y 26 (10%), a T-1uHeliHble GOPMbI BCTPEYATUCh 3HAYUTEJNBHO PeXe —
y 11 neteii (4%).

JonosHuTebHO ¥ 60 marueHToB (23%) oTMevasach akcnpeccust CD34" - mapkepa He3pe-
JIOCTH, a TpuMepHO ¥ 20% BBISBIISAIACH KOIKCIIPECCUS MUEJIOUAHBIX aHTUreHoB (CD13" u/unun
CD337dim"), 4yTo yka3bpIBaeT Ha HaIMuKe GJIACTHBIX MOMYJISIUN CO «CMellaHHOW» AuddepeH-
UPOBKOM.

Cpeny 20 manueHTOB 3TOM TPyIIbl, Y KOTOPBIX BIIOCJE[CTBUM Pa3BUJICA peLUJUB, Ipe-
obusiazan Common B-deHotun (65%), pexxe Bcrpevascs Pre-B (30%), u B ogHOM caydae (5%)
onpegensaca T-benorun pre-T/ETP-nogobHoro xapakrepa. [Ipy 3ToM y 60JbIIMHCTBA NaLU-
eHTOB ¢ penuuBoM (40%) BoisiBsIMCH CD34" 1 /UM KO3KCIIPECCUSI MHUEJIOUIHBIX aHTUTEHOB,
YTO CBU/IETEbCTBYET O Ipe061aZlaHuU He3pesblX U UMMYHOJIOTUYECKU reTePOTeHHbIX BapUaH-
TOB JIEMKO3HBIX KJIETOK, aCCOLLMMPOBAHHBIX C HEOJIArONPUATHBIM IPOTHO30M.

[Ipeo6siaganue onucblBaeMoro Kak 6s1aronpussTHoro Common B BapuaHTa B rpyIie geten
C peLUJMBOM BepOsiTHee BCEro 0ObACHAETCHA B 1|eJIOM JOCTAaTOYHOM PacHpOCTPaHEHHOCTbIO
3TOrO0 BapuaHTa y AeTel ¢ TMMPOo6IaCTHBIM JIEUKO30M.

OueHka oTBeTa Ha NPeJHU30JI0HOBYIO TepalHrio oKa3aJja, YTO 60JIbLIIMHCTBO NaLUEHTOB
IPYIIbl CTAaHJAapPTHOI'O PUCKA AOCTUTAJU paHHEro OoTBeTa: Ha 8- ieHb — 82,5%, Ha 15-1 JieHb -
8,5%, Ha 33-1i - 9%. Cpeu NalMEHTOB C PeUJUBOM OTBET Ha 8-1 IeHb MHULIMAJIbHOW Tepanuu
Ha6soascst y 80%, ojHaKo Ha 6oJiee O3 HUX 3Tanax NoJIOKUTEeJAbHON IUHAMUKH HE OTMeva-
JIOCh, YTO MOKET CBUZLETEJIbCTBOBATh O CKPbITON PE3UCTEHTHOCTH K TepaIuHu.

B njesioM, aHa/IM3 nokKasaJi, 4YTo y JieTel co CTaHZAPTHBIM PUCKOM pa3BUTHE peli/iMBa acco-
[IMAPOBAJIOCh C PAJOM KJIMHUKO-IeMaTOJ0TUYeCKUX U UMMYHOJIOTUYECKUX IPU3HAKOB NpH Jie-
6toTe OJIJI. XoTa OCTOBEPHBIX Pa3/IMYMU MO YPOBHIO JIEUKOLIMTOB MeX/ly OCHOBHOM I'pynmnou u
nalyeHTaMU C peliu/iJMBOM He BbISIBJIEHO, Y TIOCJIEJHUX Yallle BCTpevyarCh OBbILIEHHbIE T0Ka3a-
TeJsU (JIeMKOLMTO3 U runepJiekonuTos). Haubosiee yacTo penujMBbl pa3BUBaJINCh Y NALUEHTOB
c Common B u Pre-B BapuanTamu, npu Hasimuuu CD34" 1 KO3KCIPecCUu MUEIOU/JHbIX aHTUT€HOB.
KimmHu4yecky penuivBhI Yallle HaGJ/II04a/IMCh Y IeTel C TUIepIylacCTUYeCKUM CUHJIPOMOM U yMe-
PEHHOU UJIM BbIpaXKeHHOH JiIMM$aZieHoNaTHel, YTO yKa3bIBaeT Ha BO3MOXKHYI0 POJib CUCTEMHBIX
posiBJeHUN B GOPMUPOBAHUM arpecCUBHOr0 TeyeHUs 60s1e3HU. OJHAaKO OTCYTCTBUE LOCTOBED-
HOM pa3HMIbI MeX/ly OCHOBHOM I'PYIION U I'PyNION JieTel ¢ peLiIMBOM 00YC/JI0BJIMBAET HEOO-
XOZAUMOCTb KOHTpPOJIS1 OTBETA Ha TepallMU Ha MOJIEKYJIIPHOM ypoBHe. Ha cerofHa ucciesoBaHue
O0CTAaTOYHOTO MUHMMAaJIbHOI'O KJIOHA JIEHKEMHUYECKHUX KJIeTOK Ha 3Talax Tepanuu sABJseTCcs 00s-
3aTeJIbHbBIM /1J151 OLleHKHU 3QPEeKTUBHOCTU TepaNvU U paHHel paHA0MU3al MU Tepanuu. [4,7]

Buigodbui:

1. HecMoTpsi Ha 60Jiee arpecCMBHYIO TEPANUIO B IPYIIIe BLICOKOTO pUCKaA OCTPOro JIUM$oo6-
JIAaCTHOTO JIEWKO033a, IeTHU B JaHHOU IrpyIIle OCTAOTCA HauboJiee NoBEep>)KEHHbIMU PUCKY peLu-
J1Ba.

2. Hau6osiee 3HAYMMBIM HeG/IAroNpUATHBIM (GAKTOPOM JJis pa3BUTHUA pelUAuBa B
rpyimne BbICOKOTO pYCKa OKa3aJicd 3aMe/AJIEHHbIA OTBET Ha HHAYKIMOHHYIO TEePAaNMIo.
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3. BbICOKMH ypOBeHb JIEUKOLUTOB NPH Ae0I0Te 3a60/1eBaHUA, NIPU3HAKHU KJIETOYHOMI
He3peJIOCTH, CMeLIaHHbII UMMYHO(EHOTHI U 60Jiee BbIPAKEHHbIHN runepnjiacTu4ecKuun
CUHJAPOM - MOKET pacCMaTpPUBAThCA KaK NPeJUKTOP HEGJIAaronpyusTHOr0 UCX0/Ja U MOBbI-
IIEHHOI'0 PUCKa peliiAMBa B rpynie CTAaHAapTHOr0 pUCKa.

4. Takue 6uosioruyeckre GakToOpbl, KAaK My>KCKOM 10J1 ¥ Bo3pacT cTapiue 10 sieT, ABAAITCA
B 1|€JIOM He6/1aronpUsATHbIMU IPOTHOCTUYECKUMHU GaKTOpPaMU 10 Pa3BUTHIO peljuIUuBa.
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KAHY3AKOBA H.T,, MAPILIAJIKUHA T.B., BAUTOBA AT

MPUYHHBI BPOHX03KTA30B Y IETEH (HA IPUMEPE
COBCTBEHHBIX HABJIIOJEHUI)

AO «Hay4HbIU LleHTp NeJUaTPUU U LeTCKOU XUpyprum», I. Anmarsl, Kasaxcran

AxkmyasnbHocme. 1o MexlyHapoJAHON CTaTUCTUYECKOM KjaccUpUKaLUu 60Jie3Hell U mpo-
6JieM, CBSI3aHHBIX CO 3/J0pOBbeM, X -I'0 epecMOTpa — OpoHx03KTaTHu4eckas 6osie3Hb (B3B) waun
o6ponxoakTasus (b3) - BpoxkJieHHOe UM NTPHUOOpeTeHHOEe XPOHUYECKOE BOCMAINTEe/bHOE 3a60-
JleBaHUe OPOHXO0JIETOYHOM CUCTEMbl, XapaKTepusyeMoe KJIAMHUYECKUM CUHJPOMOM Kallljis, Bbl-
JleJleHMeM MOKpPOThI U OPOHXHaJIbHOM UH(}EeKIel, a peHTTeHOJI0TMYeCKH — aHOMaJIbHOW U T0-
CTOSIHHOM JMsaTalMed 6POHXOB B pe3y/ibTaTe CTPYKTYPHBIX AedeKTOB OPOHXHUATbHOW CTEHKHU.
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JluarHos noATBepxKAaeTcs Npyu KoMnboTepHoi ToMorpaduu (KT) opraHoB rpyiHOU KJIeTKU U/
WM 6poHXOCKoNUM. [1] B MeauMIIMHCKOM IUTepaType TEPMUHBI «OpOHX03KTAaTHYeCcKas 60JIe3Hb»
«OPOHX03KTa3bl» — HEPEJKO HCIMOJIb3YIOTCS KaK CUHOHUMBI /i1 0603HAaYeHUsI HEOOPATUMOrO
paciuirMpeHusi 6poHXO0B. B HacTos1iee BpeMsi TEPMUH OPOHXO3KTaTHYecKasi 60/1e3Hb MPAKTUYECKH
He npuMeHsieTcs. [2,3]

YacTeiMU nnpuyrMHaMu B3I aBisoTca MykoBucnuo3 (MB), nepBudHas nuavapHas JUCKU-
He3us ([IL/1), nepBuuHble uMMyHOogedunuThl ([TU/]), cucTeMHble BocnasuTe/bHbIe 3a60J1eBa-
HUA U MHOeKuuU. HekoTopble cydau ABJASIOTCA UAUONATUYECKUMHU, KOTJa IPUUUHY He yAaeT-
csl yCTaHOBUTbB. b3 Bcerzia conpoBoXAa0TCA peliuUBUPYIOIUM U XPOHUYECKUM BOCIIaJleHUeM
CTeHOK OGPOHXOB € GOPMHUPOBAHUEM «IIOPOYHOI'O Kpyra»: BoClaJieHUe — MOBpeX/ieHHue 3NUTe-
JIUSl - HapylleHUe JJpeHaXKHOU QYHKIMU OpOHXOB — MHPHUIIMpOBaHUe — BocnaseHue. OcobeH-
HOCTbI0 B3 B 1eTCKOM U NMOJPOCTKOBOM BO3pacTe SBJSAETCH BO3MOXXHOCTb UX 06PAaTUMOCTH CO
BpeMeHeM IIpY YCJI0BUM PaHHEro BbIABJIeHUs U 3P PEeKTUBHOTO JiedeHUs1. PacnpocTpaHeHHOCTh
B3 ToyHO He u3BecTHA. YacTOTa UX BBISABJISIEMOCTH 3aBUCUT OT Pa3HbIX IPUYKMH, BKJIIOYas HEO-
npeJieJIeHHOCTb B TEPMUHOJIOTUM U He BKJIOYeHUs B3 B cTaTUCTUYeCKUe JaHHbIe IPU UX Pop-
MHPOBaHUU Ha pOHe JIpyTrux 3abosieBaHui. [4,5] UccienoBaHusa N0 U3y4YeHUHN 3NMUJE€MHUOJIOTUN
B3y nertey B KazaxcTaHe He IPOBOLUJIHCE.

LJesb uccaedosanust. OnpesiesIUThb CIEKTP 3TUOJIOTMYeCKUX GaKTOPOB OPOHXOIKTA30B Y Jie-
TeH, a TaKXe OLleHUTD [JI0JI10 MTallMeHTOB C HeyCTaHOBJIEHHON NPUYMHOMN 3a60/1eBaHUS HAa OCHO-
BaHUM PETPOCIEKTUBHOrO aHa/IU3a KJIMHUYECKUX HAOII0JeHU .

Mamepuasvt u memoOul. [IpoBeJieH peTpOCNeKTUBHbIN aHa/Iu3 UCTOPUU 6osie3Hel 125 fe-
Tel, HaXOJSAIIUXCS Ha JIeYeHUHU U 00C/1eJl0BaHUH B yJIbMOHOJIOTUYECKOM OTAeieHUU HaydHoro
LleHTpa neauaTpuu U aetckor xupypruu (HUIIAX) B 2024 roga. B uccinenoBaHue BKJIHOYEHbI
JleTH C pa3HbIMU HO30JIOTUSIMH, B KJIMHUKE KOTOPBIX JJIOMUHHUPOBaJa CUMIITOMaTHKa XpOHHUYe-
CKOTO, yallle 06CTPYKTUBHOT0 OPOHXHUTA, CONPOBOXAAK0IIas JJIUTeJbHbIM (He MeHee 6 - 8 He-
JleJ1b) MPOJYKTUBHBIM KalllJleM C THOMHOM MOKPOTOM, TOCTOSIHHbIe GU3UKaJIbHble U3MEHEHUS B
JIETKUX B BU/le IEPCUCTUPYIOILUX XPUIIOB, CTOMKUN CHHAPOM OPOHXHUAJbHOM 06CTPYKLIUU TOP-
NU/JHBIA K OpOHXOJUTUYECKON Tepanuu. Bospact geteit 1 - 17 et (cpefHui Bo3pact 9,2+3,8
roja). MasibuukoB 66110 54%, eBouek - 46%.

JuarHo3 BI ycTaHaB/iMBaJicd NPU HAJIMYUU KJIMHUKHA XPOHUYECKOTO GPOHXUTA U MOJ-
TBEPX/AaJICl pe3ysJbTaTaMM KOMIBIOTEPHOM TOMorpadpuu OpraHoB IrpyJHOU KJieTKU. [lomoJ-
HUTeJIbHbIE JJabopaTOpPHble MeTO/bl BKJIKOYAJIU B cebs onpe/ieieHre MapKepoB XPOHUYECKOTO
BOCIMAJIEeHUs], MUKPOOUOJOTUYECKOTO UCCAEJOBAHUSI MOKPOTbI HM/WUJIM OPOHX0AJbBEOJISIPHOU
XKUAKOCTU. [Ipy npoBeseHUM OPOHXOJIOTUYECKOT0 00C/Ie/j0BaHUSA- XapaKTepa U pacnpocTpa-
HEHHOCTH 3H/100poHxuTa. /luarHoctrka b3 c acconqumpoBaHHBIMU C HUMU 3a60J1eBaHU M IPOBO-
JIUJ1ach HA OCHOBAHUM COOTBETCTBYIOLIMUX KIMHUYECKUX IPOTOKOJIOB JUarHOCTUKHU U JIeYeHHUs
COOTBETCTBYIOLIMX HO30JI0TUYECKUX GOpPM.

Tabsivua 1. 3THOJIOrMYecKas CTPYKTypa OpOHX03KTa30B

JTHoJ0TUA KosimyecTBO o %
B3 38 30.4
MykoBUCLIM/I03 37 29.6
XpOoHUYECKUH 006JUTEPUPYIOIIUNA OPOHXUOJIUT |22 17.6
BpoHxua/ibHas acTMa 17 13.6
[0 /J1 c cunapomom KaprareHepa 7 5.6

BIIP 3 2.4

MU 1 0.8

Kak BugHo 13 ta6aunbl 30,4% B3 ocTaloTcsa uauonaTudecKUMHU, TOT/a KaK BbIsSIBJIEHHE Ha-
JINYUS IPUYUMHHOTO 3a60/1eBaHUs UMeJio MeCTO B 69,6%. Jluaupyoomumy 3a601eBaHUAMH, IPU
KOTOPbIX GOPMUPYIOTCS OPOHXO0IKTA3bI CTAIM MYKOBUCLU/03 U XPOHUUECKHUHN 0BJIUTEPUPYIO-
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MK OPOHXUT. AHa/U3 [edTeJbHOCTU NyJbMoOHosorudeckoro otfenenus HIII/JAX ykaspiBaeT
Ha pOCT 3a60/1eBa€MOCTHU 0OJIUTEepUPYOLUMU GopMaMu OpOHXUTOB. OTMEYEeHO YBeJIMUeHUE 3a
nocjejHue 5 JeT rocnuTaau3anui geter ¢ 06JIUTepUpyOLMMU 6poHxuTamu ¢ 13,2% B 2021
rony o 23, 95% B 2024 roay. [lpu aToM uauonatryeckue popmbl B3 ocTaroTca Ha npexHeM
ypOBHE, B npezenax 4,4%- 4,7%. B aTvos0rum 06J1UTEPUPYIOLIUX OPOHXUTOB UT'PAIOT POJIb He-
OJIHOKpATHbI€e 3MM30/bl TAXKEJIbIX OCTPbIX PECHIUPATOPHBIX BUPYCHBIX UHPEKIUI HUKHUX Jibl-
XaTeJIbHbIX MyTel, 00yCJ0BJI€HHbIX PUHOCUHLIUTHAIbHOW, aZleHOBUPYCHON UHQeKLUsAMU. 3a
nocje/Hue 2 rofia B CBSI3U C pOCTOM JleTel, 0TKa3bIBAIOLUX OT NPOPUIaKTUYEeCKUX IPUBUBOK U
NOBbIIIeHHEe 3a00J1eBaEMOCTbIO KOPbIO, YBEJUYUI0Ch KOJIMYECTBO JleTeH C peljuIMBUPYIOIIUMU
OOCTPYKTHUBHBIMM OPOHXWTAMH, NPOTEKAILMMHU TSXKeJ0, TPeOYIIUX rocnuTaau3aluy, He-
peZiko B peaHMMalMOHHbI€e OT/leJIeHUs U IJIUTeJIbHbIM COXpaHEHHEM CTOMKUX XPUIIOB B JIETKUX.
JlaHHBIN GaKT NOATBEPKJaeT BeAylyI0 posib MHPEeKIIMOHHOro $aKTopa B maToreHese 3aboJie-
BaHUsA B B leTCKOU MOMyJASALUY U NPeJCTaBAsAeT COO00M 3HAYMMYI0 NPUUYUHY GOPMUPOBAHUA
HeoOpaTUMBIX CTPYKTYPHbIX U3MEHEHU I OPOHXOB.

Bospact MaHudectauuu penydauBUpPYOIIEd GPOHXOJETOYHOM CUMIOTOMAaTUKU HAaMH OT-
MeueH y 27 (24,3%) c poxxaenus. Y 30 (27%) - B Bo3pacte 1 -6 mecsaues. Y 19 (17,1%) - 7-12
Mecsnes, y 18 (16,2%) B Bo3pacte 1 - 3 sieT, y 17 (15,3) - ctapuie 3 seT. Bo3pacTt Bepudukanuu
auarsHosa b3 3anaszpiBaeT. UcTHHOE BpeMsi pa3BUTHSA OPOHX03KTAa30B y JileTel TPYJHO yCTaHO-
BUTb B CBA3U C 33/leP>KKOU JUarHo3a.

KiimHuyeckre nposiBeHUs1 6POHX03KTa30B MHOI00Opa3Hbl U HENOCPEeCTBEHHO 3aBUCAT
0T 00'beMa NopakeHUs JIETOYHOU TKaHM, PaclpOCTPaHEHHOCTH M XapaKTepa OpPOHX03KTa30B:
LUJIMH/APUYECKHX, BADUKO3HBIX, MEIIOTYATbIX (KUCTO3HBIX). [6,7]

Tabsnna 2. XapakTep 6pOHX03KTa30B B 3aBUCUMOCTH
OT NIPUYMHHO-3HAUMMOT0 3a00JieBaHUs

HasoJsiorum HuauHapuYyecKue BapukosHbie Memior4yaTtbie
b3, uanonatTuyeckue 15 12 11

MyKOBHUCLM 03 11 16 10
XpoHuuyeckui o6auTepupyomun |18 4

OPOHXUOJIUT

BpoHxua/ibHas acTMa 17 0 0

[IILJ c cungpomoM Kaprarenepa |6 1 0

BIIP 2 1 0

U 0 1 0

Bcero 69 35 21

Kak BU/IHO M3 TabJIUIbl aCCOLUUPYIOTCS B ABAAIOTCA MposiBJieHMeM MHOTHUX 3a60JieBa-
HUH pecrupaToOpHOro TpakTa. luIuHApUYecKre U BapuKO3Hble OPOHX03KTa3bl KaK MPaBUJIO
BO3HUKAIOT MPU CKJIEpO3e GPOHXUAJbHBIX CTEHOK C pABHOMEPHBIM UX pacliMpeHHeM Ha 60Jib-
IIIOM PACCTOSIHUU U He CIOCOOCTBYIOT 6O0JIBLIOMY CKOIJIEHUSI MOKPOTHI (cau3u). Yaie Bcero
OHU UHTEPNPETUPYIOTCA KaK NMOCTUHPEKLUOHHbIE U B CTPYKType B3 npeobaagawT (54,7%).
B pszne ciyyaeB Takue GPOHX03KTa3bl MOTYT perpeccupoBaTh NPH YCTPAaHEHUM MPUYUHBI, UX
BbI3BaBllIeH (acnupanys UHOPOAHOIO TeJla, aTejieKTas, UHQEKIMH).

[Ipy 6poHXMabHON acTMe BO3HMKHOBeHHe BJ CBfizaHO C peMoJe/UpOBaHHEM CTEHKHU
OpOHXHAJILHOTO JlepeBa B pe3yJibTaTe XPOHUYECKOTO ajlJIepruiecKoro BoCnaJleHus AblXaTe lb-
HBIX My TEeH.

MemoT4yaTble 6POHX03KTa3bl ABJSATCS pe3yJabTaToOM OoJiee rpyoblXx MOp(OI0rHiIecKux
M3MeHEeHHUH B JIETKMX CO CTOMKMMU HapylIeHUSIMU JIpeHaKHOU QYHKIUM OPOHXOB, 00YCJIOBJIEH-
HbIX JINOO NpPEeUMyIeCTBEHHbIM HapylleHueM MYyKOLMJHUAPHOro KJUpeHca (MYKOBUCLH/03),
JINOO0 HapylleHHeM 3BaKyaTopHoH ¢pyHkuuu 6pouxoB (BIIP serkux, I11/]), 1u60 coueTaHueM
3TUX MEXaHU3MOB U yCUJIeHUeM poJid 6akTepuasbHoi undekuu (IMUA1). lannasa popma BcTpe-
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YyaeTcs IPU BPOXKJEHHBIX JlepeKTax pa3BUTHA JIerO4HOM TKaHU U reHeTU4eCcKu eTeEpMUHUPO-
BaHHbIX 32060J1eBaHUSIX. [8]

B Haell KJIMHHUYeCKOM BbIOOpPKe TakXe OblIM 3apUKCUPOBaHbl €IJMHUYHbIE, HO KJIMHUYe-
CKM 3HaUMMble cJiydyan: 6pOHX03KTa3bl Ooc/e yTomaeHus: U nocaeaywiued UBJI (n=1); 6ponxo-
3KTa3bl y pe6EHKa C TpaxeoCTOMOH (n=2); 6pOHX03KTa3bl IPU BPOXK/AEHHON aTpe3UH NULeBoAa
C TpaxeoNHUILeBOAHbIM CBULIOM (n=1).

CywectBeHHas A0/ nanueHToB (15%) ocTanack 6€3 ycTaHOBJIEHHOW NPUYHMHBI, YTO yKa-
3bIBaeT Ha OrPaHUYEHHOCTb CTaHJAPTHbBIX JUAarHOCTUYECKUX aJrOPUTMOB. NOAYEPKMBAET He-
06X0UMOCTb 60Jiee HIHMPOKOTO NPUMEHEHUSI MOJIEKY/IPHO-TEHETUYECKUX METO/I0B UCCIe/0-
BaHUS.

TakuM 06pa3oM, 3THOJIOrUSI GPOHX03KTA30B y JleTel sABJseTcs reTeporeHHou. Kpyr 3a6o-
JIeBaHUMH, IPU KOTOPBIX POPMUPYIOTCH O6POHX03KTa3bl TaKXKe KUPOK. B cBsA3u c TeM, yTo B3 Mo-
T'yT BCTpeUYaThbCs U KaK CaMOCTOSATeJIbHOe 3a00/1eBaHue, U KaK POosiBJIeHUe APYTroi NaTOJ0TUH.
[lo aTOM NpUYMHE CTaTUCTUYECKUE OPHUIIMaATIbHblEe MeJUIIMHCKHE JaHHblE He OTPaXaloT UCTHH-
HYI0 pacnpoCcTpaHeHHOCTb b3, yuuThIBawolMe UX TOJbKO IPYU CAMOCTOATE/IbHOM 3a60J1eBaHUH.
Mopdosoruyeckue u3aMeHeHHUs B JIeTKUX IpU B B 60/IbLIMHCTBE CBOEM SIBJSIOTCSA Ce/[CTBUEM
HapylleHUs JpeHaXHOW QyHKLMM OPOHXOB C pa3HbIMU NAaTOPU3UOJOTUIECKUMHU MeXaHU3Ma-
MU. B ofjHUX cilydasix 3TO 06yC/I0BJIEHO OTEKOM CJIU3UCTOU U ee JeCTPYKTUBHbBIMU U3MEHEHU-
SIM, B IPYTUX IPEUMYLeCTBEHHO U3MEeHEHUEM PeOJIOTUYEeCKUX CBOWCTB MOKPOTHI, ee I'YyCTOTON
WJIM HapylLleHUueM 3BaKyaTOpHOW (yHKLMU OpoHXOB. OCHOBY JsiedeHUs npu B cocTaBsAOT
MepOonpUATHS, ylay4yllaolie ApeHaXHY0 QyHKLUI0 6POHXOB. [IpaKkTHKyoLIMe NPaKTUYeCKUM
3/JpaBOOXpaHEHHEM LIMPOKOe MPUMeHeHHe aHTUOHUOTUKOB /1 MUHMMU3allud BOCNAJNUTE Nb-
HbIX U3MEHEHUN He UMEIOT JloKa3aTesibHOU 6a3bl. 060CHOBaHa aHTHOAKTepUaibHasA Tepamnus
TOJIBKO B ITEPHO/, 060CTPEHUSI XPOHUUECKOTO BOCHAJIMTENBHOTO Npoluecca. [9,10]
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KACBOJIATOBA AM., EPYKAHOBATE.
BOJIE3Hb TAKAACY: TPYAHOCTH PAHHEN IMATHOCTUKH
AO «Hay4yHbIV L1eHTp eAUaTPUHU U AeTCKOU XUPYpPIrun», I. AnMatsl, Kazaxcran

AxkmyasnbHocmo. bosiesnb Takasicy (HecnenuduyecKud aOpTOapTEPUUT) — ITO XPOHUYE-
CKUU BOCIAJINTE/IbHBIN BACKYJIUT, IOPAXKAKIIMU KPYIIHbIE COCYZbI, B IEPBYI0 04epe/b a0PTY
Y e€ OCHOBHbIe BeTBU. 3ab0JieBaHHUe Yallle BCTpeyaeTcs Y AeBOYeK 0 pOCTKOBOr0 BO3pacTa,
IPEeUMYILeCTBEHHO B CTpaHax A3UHU, HO PerucTpupyeTcs U B APYryUx peruoHax mupa. [Ipo-
6/1eMa paHHel AUMarHOCTUKU OCTAéTCs KpaliHe aKTyaJbHOU: OT MOMEHTA NOSIBJIEHUS Nep-
BbIX CUMIITOMOB /IO IOCTAHOBKHU JJMAarH03a MOXeT MPOXOJUTh OT HECKOJIbKUX MecsleB [0
HECKOJIbKUX JeT. [1]

HecnenupuyHOCTb KJIMHAYECKON KAapTUHBI HA PAHHUX CTaJUAX XapaKTepU3yeTCs TeM,
YTO Ha HayaJIbHbIX 3Tanax 0oJsie3Hb Takascy NpOsBJSAETCS CUMITOMAaMH, XapaKTepPHbIMHU
JIJ1S1 MHOTHX BOCNIAJIMTE/bHBIX 3a00/IeBaHUM, TAaKUX KaK Cyb6pebpuibHas TeMIlepaTypa, cJia-
60CTb, NOBBILIEHHAsA yTOMJIIEMOCTb, apTPaJrUU U MUAJITUH, IOTEePS MaCChl TeJsa, HOYHas 10-
TJUBOCTb. Takasd cMMNTOMaTHKa HecleUPHUYHA U 4YACTO paclieHUBAEeTCH KaK NposiBJIeHUue
MHOPEKIMOHHBIX 3a00/1eBaHUM, peBMaTOUJAHOI0 apTPUTa, aHEMUHM UJIM XPOHUYECKOH yCTa-
JIOCTU. ITO NPUBOJAUT K 3a/lep>KKe B HallpaBJIeHUU NallUeHTa K peBMaTOJIOTy UJIM aHTHOJIOTY.
[2]

B oT/iMuune oT psiZia ayTOMMMYHHBIX 3a00/1€eBaHUH, 1J151 60s1e3HU TaKascy He CyleCTByeT
cnendpryuecKoro JabopaToOpHOro TecTa. B aHasiM3ax KPOBU BbISIBJISIIOTCS JIMIIb Hecienupu-
YyecKue NpU3HaKy BocnasieHus: nosbiuieHue CO3 u C-peakTuBHOrO 6esika. AHTUTesa (ANCA,
ANA) 06bI19HO OTpHUIATENbHBI. ITO ell€ 60JIblie YCI0KHSAET PAHHIOW AUAarHOCTUKY. [laToJio-
rM4YecKHU Mpolecc B Cocy/laXx pa3BUBaeTcs NocTeneHHo. Ha paHHUX CTaAusAX OTCYTCTBYIOT
BbIpaK€HHbIe CTEHO3bl UJIM aHEBPU3MbI, KOTOpPble MOKHO ObIJIO O6bl BbIIBUTb P NOMOIILU
anruorpaduu uan KT/MPT. YacTo nepBble KJIMHUYECKU 3HAYUMble TPOSIBJIEHUS MOSABJISIOT-
sl yKe IIpY Pa3BUTHHU BbIPaXKEHHOI'0 CY>KeHHUs POCBeTa apTepuil. [2]

Kiaccnyecknumu npusHakaMu 60Jie3Hd Takascy BJASOTCA aCHMMeTpUs NyJbca Ha py-
Kax, pas3/iMuve apTepUaJbHOI0 JlaBJeHWs Ha KOHEYHOCTAX, LIYMbl HaJ[ COCYy/laMH, ULLIeMUs
KOHEYHOCTel — 06bIYHO BO3HUKAIOT NMo3e. Ha Haya/bHBIX CTaAUAX UlIEMUYeCcKas CAHAMITO-
MaTHKa €1ab0 Bblpa)keHa MJIU OTCYTCTBYET, YTO NPUBOJUT K JUArHOCTUYECKUM OLIMOKaM.
Bosieanb Takascy Heo6xouMo JuddepeHIMpoBaTh C peBMAaTOUAHBIM apTPUTOM U CUCTEM-
HOW KpacCHOM BOJTYaHKOM, HecnelluGU4IeCKUMU UHPeKUAMU (TyO6epKy1€3, 6aKTepualbHble
9H/IOKAapJAUThl), APYTMMH BaCKyJUTaMU (FUTaHTOKJIETOYHBIA apTepUUT, MOJHUAPTEPUUT
y3€JIKOBbIH ), aTepOCKJIepOTUYECKHUM TOpaXKeHHUEM COCYZ,0B Y MallUeHTOB. [1]

Lleab uccaedosarus. OLeHUTHb TPYAHOCTU paHHEHN AUarHOCTUKU 60oJsie3HU Takasicy Ha oc-
HOBAHMM aHa/IM3a KJIWHUYeCKUX caydaes B ycanoBuax HITI/IX 3a nepuog ¢ 2020-2024 rr.

Mamepuaavt u memodbsl uccaedosaHusi. llpoBeéH peTPOCHEKTUBHbBIN aHA/U3 MeJU-
IUHCKOM JlokyMeHTanuu 10 nmanueHTOB ¢ 60s1e3HbI0 Takasicy. OLeHUBaJUCh 10JI, BO3PACT,
KJIMHUYeCKHe MPOosIBJIeHMs Ha PaHHUX CTaAUAX 3a00/1eBaHUsl, CDOKU NOCTAaHOBKH JjMarHo3a
Y IOCTYTHOCTb METO/I0B BU3Yya/IU3aLUH.

Pezynemamut uccaedosarusi. Cpeiu NallueHTOB Mpeo6Jiaiaiu JIMIa XKeHCKOoro noJja, 9
neBoydek (90 %), 1 manbuuk (10%), (Tabauna 1).

BospacT Hauas1a 3a60/1eBaHUsA BapbupoBaJics oT 9 sieT 70 17 sieT. MejuaHa BpeMeHH /10
NIOCTAaHOBKMU JIMarHo3a coctaBuia lroz 9 mecaues (21 mecsy). CeMelHbIA aHaMHe3: Y OJJHO-
ro nanuenTa (10%) u3 10 (100%), 9 (90%) oTsarolieH.
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Ta6sinua 1. /laHHbIe MalMeHTOB c 60s1e3HbI0 Takascy

Bo3spacr nep- | Bpems 1o
Ne IHon |Boro odpame- | mocranoBkH | [lepBoHayanbHbIE KaT00bI
HUsI AUATHO3a
1 M |6xer 2 roza Cya6ocTb, noBbimeHue AJl o 140/90
2 K13 1 ropn, BricTpas yToMJisieMOCTb, 60JIU B HUZKHUX
KOHEYHOCTSIX
3 XK |8 1 rog YToMJs1eMOCTb, 60J1M B HIP)KHUX KOHEYHOCTSIX IIPHU X0/ b0e,
NOT/IMBOCT.
4 XKoo [14 1rofg [ToBbimenue A/l 250/140 MM.pT.CT, TOJIOBOKPY>KeHUE, ObI-
CTpasi YTOMJIIEMOCTb, IOTEPS MACChI TeJia.

5 K |6mMec 2 mec [lepropyyeckyo pBOTY, HOBbIleHUEe A/]

6 K 13 5 mec [os10BHBIE 60JIH, CJ1a0OCTh, 60U B HUKHHUX KOHEYHOCTAX,

yXyJillleHHe 3pEeHUSI.

7 Ko |13 4 rona [loBeimienue A/l o0 170/90MM.pT. CT, oAbIIIKA TpH $U3. Ha-

rpy3Ke, 06111as cJ1aboCTh

8 K 15 7 net Bosiv B KHUBOTE, XXUJKUU CTYJI, y3J10BaThle 3pUTEMaTO3HbIE

BBICBINIAHUS1 HA KOHEYHOCTSIX.
9 Ko |13 4 mec Bosiv B criviHe npu X0/ib0e, Mepuoauveckoe nosblilieHue A/l
710 130/90MM.pT. CT, c1a6OCTh, CHUXKEHHE aNNeTUTA
10 K 14 3 mMec [ToBeimenue A/l 1o 200/100MM.pT. CT, roJI0OBHbIE 6014, 60-
JIE3SHEHHOCTb U TOCUHEHUE Ha 5-M MaJibIle CTOI € 06enx CTOo-
pOH.
Ta6siuia 2. PesybTaTbl MHCTPYMEHTAIbHBIX UCCIEI0BAHUN

Ne [Tlosn |Y3Ar IxoKT KT

1 |M He6osbiias runepTpo- CocTogHMe OoC/Ie CTEHTUPOBAaHUS
¢usa 3C/IK. [lepukapau- | GpOLIHON OTAE a0pThL. AOpTOapTEpH-
aJIbHOTO BBINIOTA He BHU3ya- |UT.

JIN3UPYETCH.

2 K AneBpusMa Bocxogdero |/lunaranua rpyiHOro OTAeJa aOpThI,
oTAesna rUnepTpopUu JIeBOTO XKeay04Ka, TU-
aopThl, AYTHU a0PTHI. NOIJIa3UHU JIEBOU NMOJKJIIOYUYHOU apTe-

puy,

3 |XK BripaxkeHHBIN [Ipu3HaKu MUOKapAUTa, CTeHO03 AYCTa/IbHOU IPYAHOU YaCTH C

CTEeHO03 MO/IKJIIO- runokuHesus JIK, npaBbie |epexosoM B OPIOUIHYIO YaCTh Aa0PThI B

YUYHOU apTEPUU | OTAEbI noaaradparMasbHOM Yacu C yToJle-

(1-11 cerMeHT), He |yMEHbIIEHBDL. HUeM CTeHOK ['A U ee BETBeH, CTEeHO3

UCKJIIOYaeTcsd OK- 1Jie4yeBOro cTBoJia, ieBou OCA, KpUTu-

KJIO3UH CJIeBa. yeckui cteHo3 npaBo OCA. Jlokaib-
HbIH CTEHO3 JIeBOU 0611el MoB3/011I-
HOU apTepuu. AOPpTOAPTEPUHT.

4 XK Tuneptpodus JK, suna- |Tuneprpodus JIXK, gunatauus rpysHo-
Talus KOPOHApHBIX apTe- |T0 OTAeJa a0pThl, aHOMaJIbHOE OTX0X-
puu JleHue.

5 K Henpusmartuue- Junaranus JK. I'unoku- | Pacmupenue 6ubypKamuyu aopThl U

CKOe paciipeHue
OPIOLIHOM a0PTHIU
ob6s1actu 6udypka-
17058

He3us NepejiHe- Ieperopo-
JOYHBIN
CTeHKHU MUOKapza JIK.

MOZB3/0LIHbIX apTepuu. BIIP aopTel 1
NO/B3/I0IUHBIX apTepUH. JJUBEPTUKYI
NO/B3/I0IUHBIX apTEPUU. AOpTOapTepHU-
uT. Kapinomerasnus, KapJiuT.
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6 Hecnenuduyeckuit |['uneprpodus crenok JIK, |PacuinpeHve Bocxosliero otTaesa
aopTOapTEPUT. JunacTtosinyeckas I'PYAHOU aOpThI
OkkJto3uit ieBo | DyHKLUSA JIEBOTO XKey-
OCA, nesotii [1KA. J0YKa.
PeTporpaaHbiit
KpPOBOTOK IO JIEBOH
HCA, xonnatepu-
aJIbHBIA KPOBOTOK
no sieBoit BCA. Cte-
HO3 3 CTeleHHU.
7 Judd.usmenenus |Kamepsl cepana He yBesu- |[IlpusHaku aopTo-apTepuut. Pacuiu-
KOMILJIEKCa UHTHU- |4deHbl.Ileperopoaku uH- peHHe BOCXO/ISIEero OTAe A IPyAHOM
Ma-Me/iha o61UX | TakTHble.[lepukaps a0pThI, CTEHO3WPOBAHHWE NPABOU MO/I-
COHHBIX apTepUU € |6/0 apUTMHUSI. KJIIOUUYHOHW U TpaBOM 0611l COHHOU
06eux CTOpOH. YMe- apTepuH.
PEHHOE Cy>XeHue
NpOCCBeTa 06IIUX
COHHBIX apTePHUH,
GoJIbllle CIIpaBa.
Cocynpel npoxoau- |Ilosoctu cepaua He pac- YToJ/ijeHre CTEHOK aOpThl U COHHOU
8 MbI mrpeHbLTo/MHA MUO- apTepuy, KapTUHA a0pTOapTEPUUTA.
kapga JI’K B Hopme.YnoB-
JIeTBOPUTE/IbHASA CUCTO-
JIO-AUACTOINYEeCKas
¢ynkuus JDK
9 [Ipu3sHaku okkJt0- |IlosocTu cepana He pac- YToJeHNs CTEHOK aOpThI U BETBEM.
3WBHOI'0 TPOMGO3a |IMPEHBI. AopToapTepuuT.
BBIIB, MIIB c o6eux | [1106anbHas cuctonye-
CTOpPOH. ckasg (yHKIUMSA MUOKapZa
JIK ynoBneTBopuUTeibHag.
®B63%
[lepukapauasbHOro BBIIO-
Ta HET
10 |2K HHA. OkkJto3us [Ipy3Hakuy JuacToinye- YToaueHue cTeHOK aopThl. Cy>KeHUe
seBoi OCA. ckast AUCPYHKLUSA 2 TUMA. |[IPOCBETa IPYAHOrO OT/esia a0PThI €
Junartanus JeBbIX OTAe- KaJIbl|MHallMell CTEHOK, CTeHO3 JIeBOU
JioB cepaua. ['uneptpo- COHHOM apTepuu. AopToapTepuut. Kap-
dust 060UX KEeJYJO0UKOB. | IUOMerajus.

Pe3synomamoul. BpeMs [0 NOCTaHOBKU AuarHosa B cpefHeM: 1 roz 9 mecsanes. [lepBuyHble
*ano6bl: caboctb (100%), 6011 B HUKHUX KOHEeYHOCTAX (80%), 6011 HU>KHUX KOHEYHOCTSX
(85%), moteps macchl Tesia (30%), rosioBHasi 601k (40%), Aucnencucyeckuid cuuapom (30%),
ozblKa (10%) u a3By nanbua (10%), y3soBaTble spuTeMaTo3Hble Bbicbianus (10%).

[To MHCTPYMEHTA/ILHBIM HccleoBaHueM: noBbilieHHe A/l (95%), KT npusHaku aopToap-
TeputTa (100%), Y3l cocynoB: runeptpodus crenok JI2K (30%), BbipaxkeHHbIN CTEHO3 MO/I-
KJo4Yn4HOM apTepuu (10%), aHeBpu3MaTUUeCKoe paclivpeHue 6promHoi aopThl (10%), ok-
k03Ut sieBot OCA (30%), cyrkeHue npoccBeTa 061X COHHbIX apTepuu (20%). [lopaxkéHHble
cocybl: 6prowHoN otzen aopThl-1 (10%), rpyaHoi otaen aopThl- 5 (50%), rpyaHON 4acTu ¢
nepexo/IoM B OPIOLIHYI0 YacTh a0pThI- 4 (40%).

Y 60/1bLIMHCTBA 3a60/1eBaHUe MaHUPeCTUPOBa/IO HecneUPHUIeCKUMH CUMIITOMaMHU (ca-
60CTb, Cy6peOpUIUTET, apTPaITKMU), YTO 3aTPYAHSAJIO CBOEBPEMEHHOE HallpaBJIEHUE K Clleljha-
JvctaMm. /luarHos ycTaHaBJ/IMBAJICS HA CTAJIUU COCYJIUCTBIX OCI0KHEHUH Y BCeX MaI[MeHTOB.

Bbi6o0. PanHsia fuarHoctvka 6osie3HU Takasicy ocTaéTcs CJI0KHOM 3aJadyeil BCie/CTBUE
HecrenMPUYHOCTU KJIMHUYECKON KapTUHBI, OTCYTCTBUA crequdpuiyecKux J1abopaTOpHbIX Map-
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KEpOB U OTpaHUYEHHOW JOCTYMHOCTH COBpPEMEHHBIX METOJO0B BU3yaausauuu. [losyyeHHble
JlaHHbIe MO/ TBEP>K/AAI0T HEOOX0JMMOCTb MOBbILLIEHHUS] HACTOPOXXEHHOCTH Bpauyel B OTHOIIEHUHU
CUCTEMHBIX BaCKYJIUTOB y JleTel U NOAPOCTKOB.

Cnucok aumepamypul:
1. l3uH L3unb, Aup Ykao, CrousH lao, [lannaub Ban, UubuH Jto, FOTuH [lanb, Yxugans PaHsb,
Xaiiro H0it PeTpocnekTHBHOe HcciefjoBaHue apTepuuTa Takasicy y MJiaJileHIeB: OMbIT pabo-
Thl B CHelyaiu3upoBaHHOM LieHTpe B Kutae (2024) https://pmc.ncbi.nlm.nih.gov/articles/
PMC10864990/?utm_source=chatgpt.com
2. Bada AnbBatTap, PaBan Anb Xynapu, Jkyau Haamex, 135 bata, Parag
3. AnbMamx3y6 v bamup Xanua IlepBwiii ciaydail aptepuuTta Takascy y peted B Cupumu:
onvcaHWe KJjuHu4yeckoro ciaydasa (2023) https://jmedicalcasereports.biomedcentral.com/
articles/10.1186/s13256-021- 03077-w?utm_source=chatgpt.com

KYMAAVIJTAEB B.M., XAUPOB K.3., AGEKEHOB B./l., PO3UEB IIL.A.
PEJKUE HEVMPO3H/IOKPUHHBIE ONYXOJIU: IAPATAHIJIMOMBI
AO «Hay4HbIN LleHTp NeJUaTPUU U JETCKOU XUpyprum», I. Anmarsl, KasaxcraH

AkmyasbHocmb. CUMNIaTUYeCcKasi HepBHAsA CUCTeMa ABJSAETCA OJHOW U3 4YaCTbI aBTOHOM-
HOU WJIM BEreTaTUBHOM HEPBHOM CHUCTEMbI, KOTOpasi KOHTPOJIMPYET HENPOU3BOJIbHYIO PaboTy
BHYTPEHHHX OpPraHoB 4YeJsioBeKa. [laparaHriuy ABASIOTCA 4acTbl0 CUMIIATUYECKON U NTapacuM-
NAaTUYEeCKON BereTaTUBHOU HEPBHOW CUCTEMBI M pacIoJliaraloTcs OT OCHOBAHUA yepena 0 Ma-
Jioro tasa. CuMIaTU4ecKye naparaHIviii B OCHOBHOM pacI0JIOKeHbl B HAIOYeYHHUKe, B [Tapa-
BepTeOpa/IbHbIX MaparaHIyIUAX, FAHIJIUAX AUYHUKOB, MYEK, BJarajuila, ypeTpbl, IpOCTaThI,
MOY€eBOro My3bIps U nevyeHu [1,2,3].

KaTexosaMuH-ceKpeTUPYOLIMM peJKUM HeHpPO3HJAOKPUHHBIM OIMYyX0JsIM OTHOCATCA ¢e-
oxpoMauuToMbl (PX) u naparanravoMmsl (I1I). ®X ucxoaaT us xpomapGUHHBIX KJIETOK MO3IO-
BOTO CJIOA HAZIMOYEYHUKOB, a BHeHaAno4yeyHUKoBble [1I' Bo3HMKaloT U3 naparaHriues. Onyxosu
MO3rOBOI0 /1051 HaZ[I0YeYHUKA, IPOAYLMpYIoliMe KaTeX0JaMUHbI, MOTYT ObITh NPOSBJIEHUEM
®X ¥ cuMnaTU4YeCcKoU naparaHIJIMOMbI, TO3TOMY HazamnodyedHUkoBble I1I' u ecte @X, u 06e aTH
OIyXaJlu ABJAKTCA PeJKUMU FOPMOHA/IbHO-aKTUBHBIMU HEHPO3HJOKPUHHBIMHU OIYXOJISAMHU
[4,5,6].

Ho, okosio 10% cnyyaeB ®X MoxkeT pa3BUBATbCs U3 BHEHA/ANOYEYHUKOBOU xpoMadPuH-
HOM TKaHM CMMIATUYeCKHX NapaBepTeOpa/ibHbIX FAHIVIMEB IPYAHON KJIETKH, OPIOIIHOMN M0JI0-
CTH, MaJIOTO Ta3a U OHU Ha3bIBaOTCA BHeHaAno4edyHUKoBbIMH [II. [II' MoyeBOro nmysbips Kpau-
He peJIKo BCTpedaeTcs B AeTCKOM Bo3pacte. [ okasny3anui rojsoBbl U L1ed pa3BUBAIOTCA U3
napacUMIaTUYeCKUX TaHIJIMeB OCHOBAHUSA Yepena, llieH, BA0Jb A3bIKOIJIOTOYHOTO U OJIy»K/a-
I0Lero HEPBOB U OHU B OCHOBHOM SIBJIIIOTCS TOPMOHAJ/IbHO-aKTUBHBIMU. 3a60J1eBaeMOCTb Y
feteu 1 noApocTkoB ¢ [IT' cocraBasieT 1 - 2 ciyvyas Ha 1 MJIH. A€ TCKOr0 HacesJieHUs B roj. BHe-
Haano4deuyHukoBble [II' B 90% ciydasax joopokadectBeHHble U B 10% ciyyasx BO3MOXeH 3J10Ka-
yeCcTBeHHbIH XxapakTep [1,2,3,7].

KiimHu4eckoe nposBieHUe ONYXO0JIM 3aBUCET OT JIOKAJU3aLUuK, TOPMOH-IIPOAYLIUPYIOLIe-
ro xapakTepa U MOXeT NMposBAATbCA Kak ®X HaZjl0YeyYHHUKa C CUMIIAaTOaApPEHAIOBbIM KPU30M.
Ho, npu ropMmonHenpoaynupyomux ¢popmax I1I, kinHuYeckass KapTHHA MOXKET ObITh CKYAHOU
WJIY BOOOI1le He TPOAABJIATHCS, I0KA He IPOU30UAYT U3MEHEHUS B CAMOU OIYXO0JIU — yBeJIMYeHHe
pasMepoB C CAABJIEHUEM NpPUJIEKALIMX OPTAaHOB U CTPYKTYpP, HEKPO30M OIyXOJIM, HapyLIeHH-
€M L|eJIOCTHOCTU COCYZIOB C UX U3'bA3BJE€HUEM U KpoBoTedyeHUeM. CuMmnToMsbl [II' MOTyT GbITH
CIIPOBOLMPOBAaHbI IPUEMOM MeIUKAMEHTOB, IOBbILLIEHHWEM JlaBJIeHUS B OPIOIIHOMN WU FPYAHOU
IOJIOCTH, U Jla>ke MaJsiasi TpaBMa MOXeT ObITh MyCKOBbIM ME€XaHW3MOM NPOSIBJIEHUS CUMIITOMOB
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3abosieBanus [1,2,5,7]. [loaTomy npu ropmoHnpoaynupytomux I[1I' fuarHocTrka 3aTpyAHUTE N b-
Hbl U 06BIYHO ONYyXO0JIb JUAarHOCTUPYETCA NpU NpoduiakTUIecKUx obcaenoBanusax — Y3U OBI],
MT, penTreHosiorndeckux uccaenosBanuax OI'K uim B sKCTpeHHBIX Cydasx.

Llesb uccnedosanus. llpeacraBieHre KIMHAYECKUX CIydyaeB peIKUX GopM HaZIOUedHUKO-
BOM M BHeHaAno4e4yHUKoBOM III' U pe3ysbTaTOB Tepanuu.

Mamepuanawvt u memooul ucciedosarus. B otnenennu xupypruu Ne2, HIIT/IX Haxoauiuck Ha
006c/eIOBaHUY Y JieueHUH 3 nanuyeHTa B Bo3pacte 11, 12 u 14 jieT: c maparaHrJinoMoyd Mo4eBo-
ro Nny3bIps, 3a0pIOIIMHHOTO0 NPOCTPAHCTBA U CHMIIATUY€eCKOM MaparaHIJIMOMOM Ha/ilo4YeyHHUKa.
JlMarHo3bl yCTaHOBJIEHBI HA OCHOBAHUH JIabOPaTOPHbIX, BU3yaJIbHbIX METO/I0B 00C/1eJ0BaHUSA U
BepUPULUPOBAHbI TUCTOJOIMYECKUM, UMMYHOTUCTOXUMHUYECKUM HUCCIeJOBAaHUEM.

Pe3ysabmamul uccaedosaHull.

Kinunanuyeckuit ciaydau 1. Manbuuk B, 14 sneT. 2Kas06b1 1py NOCTYIJIEHUH Ha NOBBIILIEHUE
A/l no 160-170/ 90-100 MM.pT.CT., IOBBILLIEHHYIO NOTIMBOCTb, IEPUOJUYECKHE TOJIOBHbIE OOJIU.
M3 aHaMHe3a 3a60J/ieBaHus: pebeHOK COCTOUT Ha JJMCIAHCEPHOM y4éTe Yy KapAuoJora o noBogy
HapylleHus puTMa cepaua ¢ 2018 roaa. [Ipu n1aHoBOM npodUIaKTUYECKOM OCMOTPE BbISIBJIEHO
noBbilieHue A/l 1o 170/90 MM.pT.CT, B yc10BUsAX perdoHasbHoro Ha Y3U OBII BeisiBsIeHO 06pa-
30BaHMe B NIPOEKL MU BOPOT JIeBOM NO4YKH, pa3MepaMu 54x40x35 mMm. Ha MPT OBII, MT B 3a6pto-
IIMHHOM IPOCTPAHCTBE CJIeBa ONpe/eisieTcss 00 bEMHOE 06pa3oBaHue pa3MepamMu 53x49x33 MM,
npuJiexallee K JIeBOM HOXKe Auadparmel, aopTe, J1eBOM NOYKe 6e3 NpU3HakoB MHBa3ui. C npej-
BapUTEJIbHbIM KJIMHUYECKHMM JnardHo3oM: GeoxpoManuToMa JieBOro HaJllio4eyHHUKa, HarpaBJieH
B HUIIJX. [Tocsie koMIiIeKCHOTO 06C/1eJ0BaHUS U TpeioNiepaliMOHHOM MOArOTOBKU IPOU3BeieHa
ornepauus: JlanapoTOMHUsl, TYMOpaJipeHa/Is9KTOMUA cJieBa. [locsieonepaliuoHHbIN epuo/, 6e3 oc-
JIO)KHEHUU ¢ HopMasiM3auued A/l 1 1abopaTOpHBIX ToOKa3aTesel. [McToiornueckoe 3aKk/I04eHue:
CuMIaTHyecKasi NaparaHIJivoMa, C HU3Kou nposiipepaTUBHON aKTUBHOCTBIO.

OxkoHYaTe/IbHbIM KJWHWYECKUM AuarHos: [opMoHNpoayuupymrolas HaANO4YeYHUKOBas
CMMIIaTU4YeCcKasd MaparaHrjvoMa JieBoro HaanodedyHuka. CocTosiHHMe mocje TyMOpaZpeHaaK-
TOMUU cseBa. HabstojaeTcs 6e3 NpU3HaKoB M aKTUBHOCTH 3a60JieBaHUA B TeueHue 15 Mecs1ieB.

KnuHudeckuii ciaydai 2. /leBouka A, 12 jieT, )kaso6bl Ha TeMaTypHIO B KOHIlE aKTa Moue-
HCIIyCKaHUS, KOTopasi HabJo[anack B TedeHue 3-x MecsueB. Ha Y3U OBIl, MT o6Hapy»xeHo 06pa-
30BaHUe MOY€eBOTO Ny3bIps. [Ipy [UCTOCKONNUU - B IPOEKIMHA GOKOBOM CTEHKH MOYEBOT0 My3bIpsI
cJ1eBa ollpejieisieTcs COUAHOe 06pa3oBaHKe C HEPOBHOM OBEPXHOCThIO, padMepaMu 40x40 MM, ¢
KpOBOTOYalllel MOBePXHOCTHIO. [Ipy rocnuTasnsanyu xaao06bl Ha reMaTypHUIo, 0011y10 CJ1ab0CTh,
A/1=100/60 MM.pT.cT. B aHanu3ax kpoBu - aHeMus 3 creneHu. MPT OBII, MT ¢ KOHTpacTHBIM ycu-
JIeHueM — HOBOOOpa3oBaHMe MaJIoro Ta3a CJieBa, IpopacTarllee JIeBOM Hapy»KHOM CTEHKHU Moye-
BOI'0 My3bIPsl C IKCTPa- U UHTPaBe3UKaJbHBIM pocTOM, padMepaMu 60x70x57 muM. [locie npesone-
paLMOHHOM O rOTOBKY IIPOBeZleHa Ollepalius: IalapoTOMMUS, UCTOTOMUS, peBU3US — TPEYTOJIb-
HUK JIbeTO UHTaKTeH, pe3eKLUs nepe/jHe-60KOBOW CTEHKU MOYEBOT0 Ny3bIPs CJieBa € OIYXO0JIbIO.
[locsieonepanoHHbIN neprof 6e3 ocoxkHeHUs. [McTo10rndeckoe 3ak/aoyenue: [laparadnrivomMa
MoueBOro nysbips. OKOHYaTeJbHbIM KJIMHUYEeCKUU AuarHo3: [opMoHHenpoAyuupyoLas napa-
raHIJIMOMa Mo4YeBOro ny3blps. COCTOSAHHE MocJe pe3eKLrs MOYeBOro Iys3bIps € onyxoJblo. Ha-
6s1t0/jaeTcsl 6e3 MPU3HAKOB U aKTUBHOCTH 3a00J1eBaHUSA 26 MeCSIEB.

Knuaunyeckuit cayvait 3. /leBouyka 11 sieT, nocTynuJja ¢ )kajobaMu Ha nosbiuieHue A/l 1o
170/110 MM.pT.CT., TOJIOBHbIE 60JIY, UPPAJUUPYLIHE B JIEBYIO HUKHIOI0 KOHEYHOCTD, IOSICHUY-
HY10 00J1aCTh, yTOMJISIEMOCTb.

BoJsibHa B TeyeHHe Mecsla, KOTJa BIlepBble Hadya/la »Ka/l0BaTbCA HA CUJIbHbIE ['0JIOBHbIE
6osi1 1 noBblieHne A/l 1o 170-180/110-120 MmM.pT.cT. HecTepougHas npoTHBOBOCHIATUTEb-
Has Tepanus 0OKa3aJsla KpaTKOBpeMeHHbIN 3P (deKT ¢ KynMpoBaHUEM I'OJIOBHBIX 00JIel U CO CHU-
keHueM A/l 10 140/90 MM.pT.CT.

KoncynbTupoBaH kapguosiorom, nposegenbl IxoKI, u Y3U OBII, rae BrisiBieHO 06pa3oBa-
HUe OproUIHOM noJiocTu cieBa. JJononHuTtenbHo npoBegeHa MPT OBII - kapTrHa HOBoO6pas3o0-
BaHMUs NapaaopTaJbHOU 06J1aCTH C/1€Ba U NOCJe KOHCYJIbTALUK 1eTCKOT0 OHKOJIOra FOCIUTaIH-
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3upoBaH B HUII/IX ¢ npesBapuTesbHbIM AuarHo3doM: ®@eoxpomanuroma. [locsie KoMIIeKCHOTO
obcJielOBaHMA U MHTepIpeTal Uy J1JabopaTOPHbIX, BU3YaJbHbIX METO/I0B UCCTIEe0BAaHUSA U NIpe-
JlollepallMOHHOM MOATOTOBKH, B CPOYHOM MOpsAJiKe, ¢ AuarHo3oM: PeoxpoManuToMa NpaBoro
HajnodyeuyHuka? [opMoHIpoAyuupymoollas NaparaHridoMa’? 3aOpHOIIMHHOTO HPOCTPaHCTBA
CrpaBa, IpOU3BeJieHa olepalnus: JanapoTOMUs, yAaleHre ONyX0J/IM apaaopTaJbHOU 06J1acTH
cnpaBa. MHTpaonepalMoOHHO, HA MOMEHT MOOU/IM3al MU OMYX0JU KPaTKOBPEMEHHO OTMeYeHO
nospimienre A/l 1o 190-200 MM.p.CT. 4 NoCJIe yAa/leHUs ONyXOJM reMOJAUHAMUKA HOPMaJu30-
Basiack. ['ucrosornyeckoe u UI'X 3akitouenue: Mopdosiornieckas KapTuHa ¥ UMMYHOQEHOTHI
naparaHriMoMbl. OKOHYaTe/IbHbIA KJIMHUYECKUU AuarHos: [opMoHnpoayuupyoas BHEHA-
NOYEeYHMKOBasl MaparaHJjroMa 3a6poLIMHHOr0 npocTpaHcTBa. HabstojaeTcs 6e3 Npyu3HaKoB U
aKTUBHOCTHU 3ab6oJsieBaHUA 14 Mecs1eB.

Buigodul. K pejkuM HeHpO3HAOKPUHHBIM omyxoJisaM oTHocATca [ KnuHudeckoe nposBie-
HUe ropMoH-npoayuupytouiei [II' HaZmoyeyHUKa U BHEHa/[I0YeYHUKOBOM JIOKaJIU3aluy NpOosiB-
Js10TcA Kak @X ¢ cuMnaToaZipeHasoBbIM KPU30M M IMarHOCTHKA He 3aTpyaHuTesbHa. [lo 50%
ciydaeB ropMoHHenpoayuvpyore [T octaroTcss Hepacno3HaHHBIMY, U3-3a CKYAHOCTH CUMIITO-
MOB 3a60J/ieBaHHUS, U KaKHe-J160 npoBouypyrolne GpakTopbl MOTYT NIPUBECTHU K CHOHTAHHBIM
NposIBJIEHUSAM 3a00/ieBaHUS, IPUBO/A K CEPbe3HbIM OCJO0XKHEHUSM. B CBSA3M € 3TUM BaXKHBIMHU
MOMEHTaMHU SIBJSATCA NpoduiakThuieckue ocMoTpbl Ha ypoBHe [IMCII u BHU3yasbHble MeTO/bl
JIMaTHOCTHUKMU JleTel MOAPOCTKOB C MUHUMaJIbHBIMU CUMIITOMaMU 3a60J/1eBaHUsA. CBoOeBpeMeHHOe
poBeJieHue crieliupUUecKoi Tepanuu C0COOCTBYET BbI3/JOPOBJIEHUIO NALeHTa.
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MEPBbIH ONBIT MOP®OJIOTMYECKON U UMMYHOJIOTUYECKOW JUATHOCTUKH
TYYHOKJIETOYHOTI'O JIEMKO3A Y PEBEHKA B IIPAKTUKE AO «HIIIAX»

AO «Hay4HbIN LleHTp NejJUaTPUU U JETCKOU XUpyprum», I. Anmarsl, KazaxcraH

AxkmyaavHocmb. TydyHokneTouHbll nelko3 (TKJI) - kpaliHe peKUl U arpecCUBHbIN MOJ-
THUI CUCTEMHOTO MacTOLUTO3a, COCTaBAAKUIMN MeHee 1% Bcex caydaeB [1]. XapakTepusyeT-
cs 3J10KaueCTBEHHOH npoJsindepanuei TyYHbIX KJIETOK, UX HHOUAbTpALUeld B KOCTHBIA MO3T
Y BHYTpPEHHHUE OpraHbl (IeyeHb, cesie3éHKa, KOCTH, OPIOLIKHA), YTO CONMPOBOXKJAETCA PE3KUM
IporpeccupoBaHHeEM NAaTOJOIMUYECKOro mpolecca. 3abojieBaHHe MOKeT BO3HUKATh Kak de novo,
Tak U B BUJie pelji/iuBa paHee JUAarHOCTUPOBAHHOIO CUCTEMHOI'0 MacTOLUTO3a. BeigendtoT:

68



1. ocTpyto popMy ¢ opraHHbIM nopakeHueM (C-npu3HaKu);

2. XpOHUYECKYIO — € 60Jiee CTaOUIbHBIM TEYEHUEM, HO PUCKOM TpaHCPOpPMaLMU B OCTPYIO.
MeavaHa BbDKMBAeMOCTH N10CJIe YCTaHOBJIEHUSA JUarHo3a — okoJio 6 Mecsaues [2]. JITK BnepBble
onucaH B 1906 r. Joachim. Ha cerogHs1IHU# leHb TOJILKO YeThIpe KPYMHbIX UCCIe0BAHUS CU-
creMaTudecky onucaau TKJL.

Llesnnw. llpepcTaBuTh NepBbiv B KazaxcTaHe KIMHUYECKUU C1y4Yal AUarHOCTUKU TyYHOKJIe-
To4yHoOro Jerko3a (TKJI) y pebeHKa ¢ 03Ul MOP(OJIOTrUIecKOro ¥ UMMYHOPEHOTUIIUYEeCKO-
ro aHaJu3a.

Mamepuanavl u memoOul. [laneHT - pebeHOK A, 7 JieT. BnepBble MOCTYNUJ B OTAEJIeHHE
oHkoJsiorur/remartosioruud AO «HUIIJX» ¢ HanpaBUTe/bHbIM JUarHo3oM: «OCTpbId J€UKO3» C
»KasJiobaMU Ha MOBbILIEHUe TeMnepaTypsl Tesa 10 39.0°C, ppoTy KopelHOH ryueit 1o 3-X pa3 B
CYTKH, cJ1aboCTh. [loBbIlIEHHe TeMnepaTyphsl Tesa A0 ¢peOpUIbHBIX LUdp 0TMedanoch B Teye-
HUE Tpex HeZiesib. AMOYJIaTOPHO MOJIydyasl aHTUOAKTepHUabHYI0 Tepanuio, oAHaKo 3pdeKTa He
HabJ110/1aJ10Ch, TaK KaK pe6eHOK MPOo/i0/Ka/ JIUXOPaAUTh. 3a 3 AHA [0 NOCTYIJIEHUS B CTAllU-
OHap COCTOSIHME pebeHKa YXYAIIUJI0Ch B BH/Jle IPUCOeJUHEHUS PBOThI KopelHOH ryuei. [Ipu
NOCTYIJIEHUU OTMeyvasiach GpebpusibHas JMxopasKa 6e3 KIMHUYEeCKU 3Ha4MMOro oyara uHQek-
LIUH, BbIpa>KEHHbIEe IBJIEHUS] UHTOKCUKALIUY, 3JIeMEeHTbl IUTMEHTHON U YPTUKApPHOW ChINIA Ha
KOXe JINLQ, CIlJIeHOMeraJiusd (+2 cM), renatoMerasus (+5 cMm). O4aroBoil HeBpOJIOTUYECKOW CUM-
NTOMAaTUKU U MEHUHIea/IbHBIX 3HAKOB He 0TMevasoch. B 06111eM aHasin3e KpoBU: aHeMus 2 CTe-
nenu (85r/n), nerikonenus (2.6 x 1079/1), nelitponenus (0.6 x 10*3 /M), TPOMOOLUTONIEHUSA
(89 x 1079/n). C uenblo NOATBEPXKAEHUS AUATHO3a, UCKJIIOUEHUS Ae6l0Ta JIpyroro CACTEMHOTO
3a60/1eBaHUsA reMoI033a IPOBeJIeHO pacuiMpeHHOe obcieoBaHKe: MOpdOJIOoruiecKkoe, TUCTO-
JIOTUYecKoe UCC/e[JoBaHUA MYHKTAaTa KOCTHOTO M03ra, MMMYHOQEHOTHUIIMPOBaHUE KOCTHOTO
Mo3ra.

Pesyibomameol:

1. Mopdosioruyeckas KapTHHa KOCTHOTO MO3ra: yAJIMHEHUE LIUTOI/Ia3Mbl C IPUOOpETEeHU-
eM KJIETOK BepeTeHO06pa3HOM (GOpMbI, IKCLIEHTPUYHO PaCHoJIOKeHHOe OBaJIbHOE A/p0 TeM-
HO-$HOJIETOBOTO L|BETA, HEOTYETIANBOU POPMBI M3-3a 06MJINSA TEMHO-PHOJIETOBBIX TPaHyJI, Ha-
c/lauBaIMXCcA Ha A4po. [paHy/10M033 cy>KeH. IpUTpPOI033 6e3 MopPoJIOruuecKrux 0COOEHHO-
creit. MKL] B ,0CTaTOYHOM KOJIMYECTBE, CO CHU?>KEHHOM OTIIHYPOBKOM TPOMO60LUTOB. [lyHKTAT
KOCTHOTO MO3ra npe/CTaBJeH TY4HbIMU KJeTKaMu A0 37.2%. 3akitodeHue: TydHOK/IeTOUHbIN
JIEIKO3.

2. UccnepoBaHue JIMKBOPA He BBISIBUJIO NIATOJIOTMYECKUX U3MEHEeHHU .

3. l'ucTtosioruyeckoe uccaejoBaHue KOCTHOI'O Mo3ra: MopdoJsioruyeckass KapTUHa MOXKET
COOTBETCTBOBATH AUPpdepeHIUPOBAHHOMY CUCTEMHOMY MaCTOLIUTO3Y.

4. UMMyHOdeHOTUIIUPOBaHMe KOCTHOTO MO3ra.

Cy1iiecTByeT olpe/ieJieHHOe KOJIMYeCTBO MapKepoB, Npe/JI0KEHHbIX B Ka4eCcTBe CTaHAapTa
MMMYHOJIOTUYECKOHM OLleHKHU KOCTHOI'0 Mo3ra y 60JibHbIX ¢ nogo3peHueM Ha JITK u MMJI. Cran-
JlapTHbIN HAbop BKJIIOUaeT B cebs onpeesneHue CD34, CD117, CD25, CD30, B-ksieToyHbix (CD19,
CD20) u T-knetounbix MmapkepoB (CD2, CD3, CD4, CD5, CD7, CD8). OnyxoJsieBble Ty4Hble KJIETKU
XapaKTepusyTcsa abeppaHTHOU akcnpeccuedt CD2 u CD25, Beicokoi akcnpeccueit CD117, akc-
npeccueid CD13+ CD33+ npu oTcyTcTBUM 3kcnpeccud CD34 [3]. B HallleM KJIMHAYECKOM CJiy4yae
TY4YHble KJIETKU IeMOHCTPUPOBaJIU aHaJoruyHbld ¢peHorun: CD117+CD25+ CD2+ CD13+ CD33+.

Ha ocHOBaHMM KOMILJIEKCHOIO MOP$0JI0TMYeCKOr0, F’UCTOJ0TMYECKOT0, UMMYHOTUCTOXHU-
MHUUYECKOI0 UCCJIeJOBAaHUU BepUPUIIMPOBAH KJIMHUYECKUH UarHo3: Ty4YHOKJIeTOYHbIN JIEUKO3.

[locne npoBesieHUs 4 KypCcOB NMOJMXUMUOTEpPANMU OTMEYEHO KyNHMpOBaHUe TeMopparu-
4YeCKOT0 CUH/pOMa, MPOSIBJIAIILEr0Cs KeJlyL04YHO-KULIeYHbIM KpOBOTeYeHUeM. TeM He MeHee
CylLeCTBEHHOM Np06/1eMOU 0CTaBaoCh HaJIM4Me aTUIIMYHBIX TYYHbBIX KJIETOK B KOCTHOM MO3Te.

B HacToflee BpeMs nauueHT NpojoJkaeT Tepanuio B ycaoBusax AO «HUIIJAX». Ha ¢one
NPOBOJUMOM MOJUXMMHUOTEPANIUU COIJIACHO NPOTOKOJIY JieueHHUsI OCTPOro MHeJo6JIaCTHOIO
JieliKo3a y JleTel, HHaMHKa MUeJIOTPaMM OTpaXkaeT KoJiebaHU s J10JIM TYUYHbIX KJI1eTOK oT 37.2%
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710 62.8% Ha cTapTe 3a60JieBaHUs C IOCJAEAYIOLUUM CHUKeHHEM 110 3.5% nocJie 2-Kypca NoJIUXHU-
MHUOTEpaNuH U NocjaeAyIUMU nogbeMaMu (10 32.4%, 29.2%, 9.6%, 6%), 4TO CBUIeTENbCTBY-
eT 06 COXpaHEeHUH TyYHOKJIETOUHOH ONyX0JIeBOM Harpy3KH.

B coBpeMeHHBIX peKOMeHAalUAX eJUHCTBEHHbIM 3(QpEeKTUBHBIM METOJO0M JIeYeHUS CUU-
TAIOT TPAHCIJIAaHTAL U0 a/IJIOTEHHbIX TeMON03TUYEeCKUX CTBOJIOBBIX KeToK (a/mn1oTICK). Jpy-
rue BapUaHThl Tepalnuy HalpaBJieHbl TOJBbKO Ha LUTOpPeAYKLHUIO. BbI6Op JiedeOHON TaKTUKHU
3aBUCUT OT BapuaHTa MyTauuu B rete KIT. B k1MHU4eckux Hab/1104eHUAX U3 INTepaTypbl OMU-
caHa 3¢ PeKTUBHOCTb TAaKMX NpenapaToB, KaK JJa3aTUHUO, 3J10Ty3yMab, JeHaau oMU/, 6-Mep-
KaNTONYpPHH, TUPOKCMMOYeBUHA. B nocieHYe ro/ibl B IPAaKTUKY BXOJAAT HOBble UHTUOUTOPDI
TUPO3UHKUHA3bl - MUJOCTAypPHH U aBalpUTUHUO [5].
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KAPMMOB K.P, LLIOJJUEBA M.C.

KOMIIVIEKCHAAA MOP®0-UMMYHOJIOTHYECKAA AUATHOCTHUKA
HEKPOTH3UPYIOUIET0 SHTEPOKOJIUTA Y HOBOPOXK/IEHHBIX

Byxapckuil rocygapCcTBeHHbINM MeJUIIMHCKUN UHCTUTYT UMeHU A6y Asiiu n6H CuHO,
Byxapa, Y36ekuctaH

AxkmyaavHocms. HekpoTusupywinuid sautepokoauT (AHIK) aBiserca ogHol M3 Haubo-
Jiee TSKEJIbIX NMaTOJIOTUU B HEOHATOJIOTMH, XapaKTepU3YIOIelcs BbICOKOU JIETAaJIbHOCTbI0 U
TSAXKEJNBIMU 0CJ0)KHEeHUAMU. Hanboapinii puck passutusg HIK oTMevaeTcs y HeJoHOLIEHHBIX
HOBOPOX/EHHBIX U JleTeH € IKCTpeMaJIbHO HU3KOU MacCOoU TeJsia Ipy poxaeHuU. HecMoTpsa Ha
yCIexyd COBpeMeHHOU MeJULIuHBI, yacToTa HOK ocTaéTcs BBICOKOU, a CMEPTHOCTD IIPU TAMKEBIX
dopmax pocturaet 30-50%. BaxkHelilyto poJib B naToreHese 3a6oJieBaHUsS UTPAKOT UIIEMMU-
YyecKre, HeKpOTHYeCKHe U BOCIa/IMTe/IbHble U3MEeHEeHUs B CTEHKe KUILEeYHHKa, CONPOBOX/Aal0-
1Mecs BbIpaXKeHHbIMU HapyLUIeHUSAMUA MUKPOLUPKY/IALMU U UMMyHHOTO oTBeTa. Mopdosioru-
yeckoe UCC/e[j0BaHHE B COYETAHUU C UMMYHOTHUCTOXMMUYECKUMU U UMMYHO-OMOXHUMUYECKHU-
MU METO/IaMU MO3BOJISIET O0Jiee TOUHO AU depeHMPOBaTh CTa/UU 3a60JieBaHUs], TIPOTHO3U-
poBaThb TeYeHUe U pa3pabaThiBaTh ONTHMaJbHble aJITOPUTMb] JUAarHOCTUKU. TaKUM 06pasoM,
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KOMILJIEKCHBIA MOP(O-UMMYHOJIOTUYECKUUN MOJX0/, SIBJSIETCS aKTYaJIbHOM M MEepCleKTUBHOMN
3a/layell COBpeMeHHOU HayKHU U IPAaKTU4YeCKOU MeJJUIIMHBI.

Llenb uccaedosanus. IlpoBecTH KOMIJIEKCHOe MOP(PO-UMMYHOJIOTHUYECKOe HUCCIeJOBaHUE
KHULIeYHUKA HOBOPOX/JEHHbBIX C HEKPOTHU3UPYIOILUM SHTEPOKOJIUTOM U CONOCTABUTH MOJIyYeH-
Hble JlaHHble C pe3y/JbTaTaMU YCJOBHO 3/I0POBBIX JeTel AJid pa3paboTKU Mop(dOJoruiecku
060CHOBAHHOI'0 JITOPUTMA JMAarHOCTUKH 3a60/1€BaHUSs.

3adavu uccaedosaHusi:

e [IpoBecTu Mopdosioruyeckoe UccaeZjoBaHUe pe3elUPOBAaHHbIX U OUOTNICUMHBIX 06pas310B
KULIeYHUKA HOBOPOX/EHHBIX C I3BEHHO-HEKPOTUYECKHMM 3HTEPOKOJIMTOM U CONOCTAaBUTh pe-
3yJITAThI C JAHHBIMU MOP}OJIOTUH YCIOBHO 3[J0POBbIX JleTeM.

¢ OLleHUTb YPOBEHb UMMYHO-OMOXMMHUYECKHUX MapKépoB BocnaseHus (C-peakTUBHBIN Oe-
JIOK, IPOKaJIbLIUTOHWH, UHTEePJIeMKUHbBI) Y HOBOpOxkAEHHbIX ¢ AHIK 1 conoctaBuTh UX € Mop-
dboslornyecKUMHU JaHHBIMHU.

e M3y4yuTb MMMYHOTUCTOXUMHUYECKHE OCOOEHHOCTH alonTo3a W BOCHAJUTEJSbHON HH-
dunbTpanuu B KUllledyHOU cTeHKe npu HIK.

¢ BbIABUTH B3aUMOCBA3b MOPPOJIOTUIECKHUX U3MEHEHUN C KIMHUYECKHUM TeyeHreM 3a60-
JIeBaHUS.

¢ PazpaboTaTtb Mopdosioruiecku 060CHOBAHHbIM aJTOPUTM JUAarHOCTUKU S3BEHHO-He-
KPOTHUYECKOI'0 3HTEPOKOJINTA Y HOBOPOXK/IEHHBIX.

06sexkm u Memodsl uccaedosaHusi. B ucciejoBaHre 6bl1M BKJIIOUYEHbI 40 HOBOPOXK/AEHHBIX,
Y3 HUX 25 ieTel ¢ KIMHUYEeCKU U MOPPOIOTUIECKH TOATBEPXKAEHHBIM JUarHO30M sI3BEHHO-He-
KpoTudeckoro autepokosinta (AHIK) u 15 ycioBHO 3710pOBBIX AileTel, NOTUOUINX OT HIPUUMH, HE
CBAI3aHHBIX C IATOJIOTUEH KeNYA04YHO-KUILEYHOTO TpaKTa (KOHTPOJIbHAsA rpynna).

MaTepuanoM /151 Mccel0BaHUsl NMOCAYKUJIM pe3ellupoBaHHble U OUOICUKHBIe 006pa3Lbl
KulIeyHHUKa. [McTosorndyeckoe uccaejoBaHue BbINOJHANOCH C MCII0JIb30BAHMEM OKPAaCKU reMa-
TOKCUJIMH-303UHOM, 2 TaKXe JIONOJIHUTE/NbHbIMU MeTo/laMU (BaH ['u30H, PAS-peaknus). Mop-
dboMeTpUs BK/IOYAIA OLEHKY TOJIIUHbBI CJIM3UCTOM 000JI0YKH, TJIyOUHBI HEKPOTUYECKUX U3Me-
HEHUU U JIOTHOCTU COCYZL0B MUKPOLUPKY/IATOPHOIO pycJa.

MMMYHOTUCTOXUMHYECKUH aHaJIU3 NPOBOJUIICA C UCIOJIb30BaHUEM aHTHUTeJ K Caspase-3
(mapkep anonTosa), CD68 (Makpodaru), CD3 (T-rumdouuTsl), VEGF (anruorenes), ICAM-1 (3n-
JloTesIMasbHast akTUBaL s ).

JlonosIHUTeIbHO ¥ HOBOPOXKAEHHBIX ¢ HIK onpenensauch ypoBHU C-peakTUBHOTO 6eJika,
NpPOKaJbLUTOHUHA U UHTepeMKUHOB (IL-6, [L-10) MmeToi0M HMMyHOdEPMEHTHOTO aHaIM3a.

CraTucThyeckas 0o6pabOTKa JaHHBIX OCYLIeCTBJ/sAJIACh C MCIOJb30BaHUEM IMakeTa Ipo-
rpamMm SPSS 25.0, ¢ npuMeHeHreM KpuTepueB CTbIOZEHTA, X M KOPPEJIALMOHHOIO aHaJIu3a
(p<0,05 cynTanoCch JOCTOBEPHBIM).

Pe3yabmamul u o6cysxicderue. Mopdosioruieckoe UccaeloBaHUe KMILIeUHUKA HOBOPOXK/EH-
HBIX C I3BEHHO-HEeKpOTHUYeCKUM 3HTepokoauToM (AHIK) BeisBU/IO pssl XapaKTepHbIX U3MeHe-
HUH, CTeleHb BbIPaXKEHHOCTH KOTOPbBIX 3aBUCeJIa OT CTaJMU 3ab0JieBaHUSA. B HaYaIbHbIX CTaiu-
AX HabJII0Ja/TUCh OTEK CJAU3UCTOM 060JI0YKH, KPOBOU3JIMAHUSA U JUCTpOoPUYECKHe U3MeHEeHUs
snuTenus. Ha 6osiee no3HUX 3Tanax GOpMUPOBAJIUCh 0Yaru HeKpo3a, UHPUIbTpaLus JeUKo-
LIJUTAaMH U MUKPOTPOMOO3bI COCYA0B. B TSXKEbIX C/lydyasx 0OHApPY>KUBAJICA TOTaJIbHbIA HEKPO3
CTEeHKH KMLIeYyHHKa c nepdopanyeil ¥ pa3BUuTUEM GUOPHUHO3HOTO NEPUTOHUTA.

MMMYyHOTMCTOXUMHYECKUH aHa/IN3 T0Ka3aJ/l aKTUBALUIO alloNTo3a (MOBbIIEHHAs 9KCIIpec-
cus Caspase-3), 3HaunTesbHOe HakomieHue MakpodaroB (CD68+) u T-numdpouuton (CD3+), a
Tak:ke noBblilieHUe 3kcnipeccuu ICAM-1 B sugoTenuu cocynoB. VEGF neMmoHcTprpoBas KoMneH-
CaTOpPHOE yCUJIeHHe aHTUoTreHe3a B 30HaxX UIIEeMUU.

NMMyHO-6MOXMMHUYECKUE HUCCAeJoOBaHUSA KPOBU y HOBOpOxAEHHbIX ¢ AHIK mokaszanu
JlOCTOBEpHOe MOBbIlIeHHe YpOoBHeN C-peakTUBHOIO 6eJiKa, NIPpOKaJbIIMTOHWHA U POBOCHAJIU-
TeJIbHbIX UUTOKUHOB (IL-6), 4TO KOppesnpoBasio C BbIPa)KEHHOCTbI0 MOPPOJIOTUYECKUX U3Me-
HeHUM. [Ipy aTOM ypoBeHb IL-10 (mpoTHBOBOCNANIUTE/NBHOTO HHTEPJIEUKUHA) OblJI CHAXKEH.
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Ta6auua 1. UMMyHO-6MOXMMHUYECKHe TOKa3aTeJ U BOCaleHus y HOBOPOxAEHHbIX ¢ HOK

Iloxa3arTeab KoHTpoOJ1b HIOK I-II cragusa HI3K III cragusa
C-peakTHUBHBIN 6eJIOK (Mr/i) 2,5+0,3 154+1,8 357+4,1
[IpoKanbIUTOHUH (HT/MJI) 0,15+ 0,05 1,2+0,2 48+0,7

IL-6 (ir/mu) 51+1,2 40,5+6,4 95,3+12,6
IL-10 (nir/mu) 12,4+1,8 8,7+1,3 5209

06cyx/ast moJlydYeHHble JJaHHbIE, MO)XHO OTMETUTb, UTO cOueTaHhe MOPPOJIOTHYECKUX U
MMMYHOJIOTUYECKUX MPU3HAKOB M03BOJISIET 60Jiee TOYHO oLeHUTh TskecTb AHIK. Kommiekc-
HOe HcCJieIoBaHUe MO/TBEPXKAAeT KJIUYeBYI0 POJIb alloNnTo3a U BOCHAJUTEeTbHON HHPUIBTpA-
IIMU B MaToreHese 3aboJsieBaHUs. [losiydeHHble pe3ysbTaThl 0O0CHOBBIBAOT HEOOXOAHUMOCTb
BHeJIpeHUsI MOPDO-UMMYHOJOTUYECKUX KPUTEPHUEB B aJITOPUTM paHHel auarHoctuku HIK.
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PI/ICYHOK 1. I/IMMYHO-6I/IOXI/IMI/I‘{ECKI/IG ITOKa3aTeJIru BOCIIaJIEHHUA

3akawuenue. [IpoBeiéHHOE HCCIelOBaHKE [T0KA3aJi0, YTO A3BEHHO-HEKPOTUYECKUM IHTe-
POKOJIUT y HOBOPOXK/IEHHBIX XapaKTepHU3yeTCsl BbIpaKEHHBIMU MOP()OJI0TUYECKUMU U3MEHEHH-
SIMM KMLI€YHOM CTEHKHU, KOTOPbIe BKJIIOYAIT OTEK, AUCTPOPUIO IMUTEJINS, 0O4aru HEKPO3a, BOC-
NaJIMTeJbHYI0 MHQUJIbTPALUIO U HapyLIeHUsI MUKPOLUMPKyAAuuu. Haubosee Tsrkénbie GpopMbl
CONPOBOX/AITCA TOTAJbHBIM HEKPO30M U Nepdopanyen KUlleYHUKa.

MMMyHOTMCTOXMMUYECKUM aHaJu3 BbISIBUJI aKTHMBALMI0 allONTO3a U BBIPAXKEHHYIO BOC-
NaJIMTEeJIbHYI0 PeaklMi0 C HaKolJileHneM MakpodaroB U T-TMMQOLUTOB, a TaKXe NOBbILIEHHE
3KCIPECCUU dHJI0TEeJUATbHBIX U aHTUOTEeHHbIX MapKépoB. UMMyHO-0MOXHMHYECKHE UCCIEe/0-
BaHUs KPOBU MOJATBEPAUIN 3HAYUTEJbHOE MOBbILIeHHE YpoBHENW C-peaKTUBHOTrO OeJiKa, Ipo-
KaJIbLLUTOHWHA U NPOBOCHAJIMTENbHBIX [UTOKUHOB P CHUKEHUU NIPOTUBOBOCHAIHUTENbHBIX
WHTEPJEeNKUHOB.

KomniekcHas oneHka MOpQPOJIOrHYeCKUX U UMMYHOJIOTUYECKUX NT0Ka3aTesel 03BOJIsSAeT
60Jsiee TOYHO JUArHOCTUPOBATh HEKPOTU3UPYIOLUK IHTEPOKOJUT, ONpesessiTb ero TIXKeCTb
Y IIPOrHO3UPOBATh UCXOJ 3abosieBaHud. [losydyeHHble pe3y/bTaThl JAalOT OCHOBAaHHUE JJis pas-
paboTku MOpdOJIOTUYECKH 060CHOBAHHOI0 aJropuTMa Auarioctuku HOK y HOBOpoXXA€HHBIX,
YTO UMeeT BaXKHOE 3HaYeHUe JJ1 KINHUYEeCKON NPaKTUKHU U CHUKEHUS YPOBHS CMEPTHOCTH.
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KAPUMOBA H.W.}, CABUPOB M.A.2

OCOBEHHOCTH BUOXUMHYECKUX TOKA3ATEJIEK KOMOPEU/HOIO TEYEHUA
BPOHXHAJ/IbHOM ACTMBI C TMIIOTUPEO30M Y JETEX

'TamKeHTCKUN TOCYAapCTBEHHBIN MEAULUHCKUN YHUBEPCUTET, I. TAllIKEHT,
Pecny6/irika Y36ekucTaH
ZYprenuckuid ¢uinasn TallKeHTCKOTO roCyJapCTBEHHOT0 MEJULIMHCKOI0 YHUBEPCUTETA,
I. Ypreny, Pecniybsinka Y36ekucTtaH

AxkmyasnbHocmb. BponxuanbHas actMa (BA) B HacTos1ee BpeMs AABJSe€TCA OJHOM U3 HaUbo-
Jlee aKTyaJIbHbIX U LIMPOKO 00CYX/AaeMbIX Npo6JieM KJIMHUYeCKON MeULMHbL. PacnpocTpaHeH-
HOCTb 3a00J/1eBaHU 3a NTOC/IeJHUe JeCATUIeTHS yBeJnYuaach 6osee yeM B 10 pas. B mexanusme
NPUCTYNOB YAYLIbA Y AeTel ¢ BA BeZiyliyto poJib UTpaeT BO3pacTaHWe BHYTPUK/IETOYHON KOHIIEH-
Tpalyy KaJbLUsl, 0OMEH KOTOPOIo peryJiupyeTcs TOpMOHaMH IUTOBUAHOM U MapaliuTOBUAHON
’KeJsie3 BHyTpeHHel cekpenuu [1,3]. HegoctaTouHast GyHKIMOHA/TIbHASA aKTUBHOCTD IIIUTOBUAHOM
esie3bl (LL2K) npuBoguT K HapylueHUI0 0OMeHa Ka/lblLiUs B OpraHu3Me pebeHKa. BeicBobox 1e-
HUe Me/IJMaTOPOB a/l/IEPTUYECKUX peaKLiui U3 TYYHbIX KJIETOK, OTEK CJIM3UCTOW 060J109KU OpOH-
XOB, TUIIEpCEKPeLMs CIM3U OPOHXHA/IbHBIMU KeJle3aMU U HaKOHel|, CaMO COKpalljeHHUe IJIaJIKo —
MBbILIEYHBIX KJIE€TOK OPOHXOB OCYILeCTBJISIETCS IPU HENIOCPEACTBEHHOM y4acTHUH HOHOB KaJlbIIUs
[2,5]. Perynupys cekperjyio rucTaMruHa U MeJUaTOPOB TYYHBIX KJIeTOK, Ca?* y4yacTBYeT B CIIeLIU-
duyeckrx ¥ HecrlelMdHUYeCKUX NpoLeccax opraHusMa. TydHble KJAeTKU U 6a30puJIbl OKa3bIBAIOT
MMMYHOTPOIIHOE JlelicTBUe Ha IUMOoU/IHbIe K1eTKU. CeKpelus MeJuaTOPOB BOCHaJleHUs IPUBO-
JIAT K GPOHXOCIIa3My, IOBBILIEHHIO IPOHULIAEMOCTH COCY/I0B, OTEKY CJIU3UCTON 060JI04YKH, BCJIE]-
CTBME Yero MPOUCXOUT NPUCTYIIbI YAYLIbS, ObILIKA U Kallesb [4,5].

Llesnv uccaedosarus. OnpefennuTb GyHKLIUOHANbHOE COCTOSIHUE IIUTOBU/IHOM KeJjie3bl, eé
BJIMSIHME Ha OOMeH Ka/bLiUsl U COCTOSSHUE aHTUOKCHU/IAaHTHOW CUCTEMbI IPU KOMOpPOUIHOM Te-
YeHHUU OPOHXUATbHON aCTMbI C TUIIOTUPEO30M Y JleTeil

Mamepuasawst u memodul uccaedosanusi. lloa HalM HabJ/0AeHUEM Haxoauoch 100 aetei
6osibHBIX BA B Bo3pacTe oT 7 10 14 jieT, u3 HUX y 80 - 60/1bHbIX BA 3a60/1eBaHMe IPOTEKaJIO Ha
¢doHe runorupeosa u y 20- feTeil 60sibHbIX BA NpU3HAaKOB rUNOTHpeO3a He BbIsABJIeHO U 20
NpPaKTHUYeCKU 3/J0POBBIX JeTel (rpylna CpaBHEHUsS) KOTOpble NPOXOAUJIN JieueHre B OThesle-
HUU IeTCKOU assieproysioruu KauHuku TIMY. Bcem aeTsiM npoBogU/Id GMOXUMUYECKOE UCCEe/10-
BaHUe: onpeziesieHre TpuogruponuHa (T3), tTupokcuna (T4), TupeorponHoro (TTT) ropmoHa,
onpenenenue KaabuutoHuHa (KT), mapatropmona (IITI) B ceiBopoTke KpoBH, olpeseieHHe
MOHU3UPOBAHHOTO Kablus (Ca?"), 0611ero Kaablius, CoJiepKaHue JHeHOBbIX KOHbIOTaTOB (/1K)
¥ MaJIoOHOBOTrO0 Auanbaeruzaa (MJA).
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Pezynbemameul uccaedosanus. PyHkunoHanbHoe coctosiHUe LXK MoxxHO yBUAETH 1O coziep-
»KaHUI0 B KPOBM CBO6oAHOro tupokcuHa (T, T ) u TupeoTponHoro ropmona runopusa (TTT)
(Puc.1.). Kak BugHO u3 puc. 1., npu BA c runotTrpeo3oM oTMevyaeTcs JOCTOBEPHOE MOBBILIEHUE
TTT (6,2+0,05MM/n), nocroseproe cumxenue T (0,8+0,2 mmosb/1; P 01<0,001 10<0,001) 1 T,
(43,8+0,2 MMoJib/J1) IO CPAaBHEHUIO C IaHHBIMU 60J1bHbIX BA 6e3 runotupeosa (TTI- 4,0+0,04
MM/n; T 1,2+0,2 Mmmosib/nu T, 48,5+0,3 mmosib/i1; P<0,001).

6,2
44 48
—
1.2
I 0.5 pws
[
TTT

T3 T4*10

B BA c rHmoTpeo3oM BA Ge3 runoTtHpeo3a

PucyHok. 1. [lokazaTesid TUPEOUIHBIX TOPMOHOB y 60JibHBIX BA (MMOJ1b /1)

CnenoBaTe ibHO, IOJIyYeHHbIe JaHHbIe IOKa3bIBAIOT, YTO y /ieTel, 60/1bHbIX BA crunoTHpeo3oM
HabJt0/ja/10ch 6oJsiee focToBepHOe noBbilieHUe TTI U He10CTaTOYHOCTh TUPEOUJHBIX TOPMOHOB,
110 CPaBHEHMUIO € 601bHBIMU BA 6€3 runotvpeosa. ITO CBUJETENbCTBYET O TOM, YTO MOBBILLIEHHAs
cekpenusa TTI, HapyaeT BbicBo60XjeHHe ropMOHOB U3 LK, cHIkaeT ypoBeHb TUPOKCUHCBSA3bI-
BaIOILEro 106y/iMHa, nojasseT geloauposanue T, u T, ¥ ClIoco6CTBYET pasBUTHIO TUIIOTHPEO3a.

B naToreHnese BA BaxkHasi poJib NPUHAJIEXKUT roMeocTasy Kaiblys. COrIaCHO «KaJbLIUEBOM»
TEOpHH, P OPOHXO0JIETOYHOW MATOJIOTUU KaJbLIMH3aBUCHUMbIMU MPOLECCAaMU SBJSIOTCSA BCe OC-
HOBHble (peHOMEHbI (TUIEPPEaKTUBHOCTb, BbICBOOOXK/AEHHE OMOJIOTUYECKH aKTUBHbBIX BEIECTB,
runepceKpenys »eJes, 0OTEK U Clla3M IVIaIKUX MbILIL 6POHXOB).

Pe3ysbTaThl McC/IeJOBaHUSA COAEPKAHUSA KaJbLIMsS B CBIBOPOTKE KPOBH Y JileTell 60/1bHbIX BA,
npe/cTaBJeHbl Ha pyc.2. U3 pucyHKa BHUJHO, UTO B IIepUOJ, 000CTPeHUs 3a00JieBaHUs ¥ 6OJIbHBIX
BA c runoTupeo3oM 0TMeudasioch 6oJsiee JOCTOBEPHOE CHIDKEHUE KOHIIEHTPaIUU Cao6111 1o 1,6x0,06
MMmouib/a P<0,001 u Ca* mo 0,7+0,02 Mmo.ib/s1,P<0,001 o cpaBHEHHIO C JIeTbMU 6€3 THIIOTHPEeO03a
(1,9£0,04Mmoub /01, P<0,05 u Ca?* no 1,1+0,09 mmouib /i1, P<0,05).

BbisiBJIeHHOE B HAllMX MCCJI€/JOBAHUSX JOCTOBEPHOE CHIXKEHUE 001Lero U MOHU3MPOBAHHOIO
KasibLus y 60J1bHBIX BA € TMIOTHPE030M yKa3bIBaeT Ha HapylleHUe JesITeJIbHOCTH CUCTEM BbIBe/ie-
HUS KaJIblMsl U3 KJIETKHU U ero HaKOIJIEHUE BO BHYTPEHHEM /JIel0.

Taxnm 06pasom, mpu BA ¢ runoTrpeo3oM, xapakTepHo CHIKeHHe ypoBHs Ca 1 Ca*" B CbIBOPOT-
Ke KPOBH U 60Jiee BbICOKasi aKTUBHOCTb TUPEOU/IHbIX TOPMOHOB, YeM Yy 60J1bHbIX BA 6€e3 runotupeosa.

B omnpe/iesieHHOM CBSI3U C UBMEHEHUSIMU 0OMeHa KaJlbliMsl HAaXOASATCS U CIBUTH B COJlepKaHUU
KaJIbLIUHPEryJIMpyIOIIUX TOPMOHOB. [loAep>kaHue YpOBHSI KaJbLUsl B KPOBH OCYIIECTBJISIOT TOp-
MOHbBI MAPAIIUTOBUAHOM (MMTapaTropMoOHa) U IIUTOBUHOM (Ka/IbIIUTOHHWH ) 2KeJies.

1.9
1.6
1.1
0,7

OOGImHif KanbITHil HoHH3HpOBaHHBIA KanbIHH
BA c runotpeozoMm BA Oe3 rumoTtHpeo3a

PucyHok. 2. [lokaszaTe/iu coJiep>kaHusi 0611[er0 ¥ HOHU3UPOBAHHOTO KaJIbIUsl B CbIBOPOTKE
KpOBHU 60/1bHBIX BA, (MMOJ/1b /1)
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Pe3ysibTaThl Hccie0BaHUM KaJlbLUHPETYIUPYIOIIUX TOPMOHOB Yy 60JibHbIX BA ¢ runoTtu-
peo30M npezcTaBieHbl Ha pyc. 3. Kak BUAHO U3 pUCYHKQ, IpU BA ¢ runoTupeo3oM 0oTMe4aioch
6osiee goctoBepHoe noBbilieHue ypoBHs [ITT go 60,6+2,5 nr/mu, P<0,001 u KT no 52,4+2,1 nr/
M (P<0,001), no cpaBHeHHU1O0 ¢ leTbMU BA 6e3 runotupeosa (46,8+1,6 nr/mi, P<0,05 1 49,8+1,8
nr/mJ, P<0,05). [loBbiieHre GyHKIMOHATBbHON aKTUBHOCTH IUTOBUJHOM U NApaU|ATOBUAHbBIX
»KeJsie3 00YCJI0BJIEHO HU3KOUM KOHIeHTpalMel KalblUs B KPOBH, KOTOPbIN 10 MEXaHU3MY OTPU-
1aTeJbHOUW 06paTHOM cBsI3U yMeHbluaeT npoaykuuto [T u KT.

60,6

46,8 — 49,8

[TapatropmMoH KansuutoHuH

B BA crunorpeo3oMm  BEBA §e3 rHIIOTHDE03a
PucyHok 3. /luHaMuKa KaJbLUHAPETYJIUPYIOLUIMX TOPMOHOB y 60/1bHBIX BA, (nir/mu1)

CpeZy BaKHeHUIMX MeXaHU3MOB, IPUBOJAIIUX K JleCTabUIN3alMU KJIeTOYHbIX MeMOpaH,
HEe00X0MMO OTMETUTb aKTHBAILUI0 IPOLIECCOB MepeKUCHOTro okucaeHus aunugos (I10J1) u aH-
TUOKcUAAHTHOU cucteMbl (AOC). KpuTtepreM ouieHKM QYHKIMOHAIBHOT'O COCTOSIHUS CHUCTEMbI
[10JI 1MMQOLUTOB CIYKUJIU yPOBEHb Ha4Ya/IbHBIX U KOHEYHBbIX MeTAa00JUTOB (JAUEeHOBble KOH'b-
I0raThl, MaJIOHOBBIM JAUaJbJleTU/[), @ TaKKe aKTHUBHOCTb aHTUOKCHUJAAHTHOW cucTeMbl (cyme-
pOKCUAAMCMYTas3a U KaTasnasa). Hamu 6bL10 ycTaHOBJEHO (pUC. 4), YTO y JleTel LIKOJbHOIO
BO3pacTa B NepuoJ 000CTpeHUs] OPOHXUAJIbHOW acTMbl ONpesessseTcs Ype3BblYallHO pe3Kas
nHTeHcupukanus [10J1 B Membpane tuMouuTtos. [Ipu BA c runotTrupeo3om, oTMeudanoch 6osiee
foctoBepHoe noBbinieHrne M/JIA 14,5+0,3umonb/ma, P<0,001 u JIK 6,8+0,2 Hmosb/ma, P<0,001
[0 CPAaBHEHMIO C TOKa3aTeJsisiMU JieTed 6oJibHBIX BA 6e3 runotupeosa ( M/IA 8,0+ 0,2 HMosb/
M, P<0,001 u JIK 3,5+0,03 umosb/ma, P<0,001). [lokazaTenn AOC npu BA c runotupeosom xa-
paKkTepu30BasuCh A0CTOBepHbIM cHUxKeHueM COJ| 1,6+0,02 E/l mr 6enka, P<0,001 u kaTtana-
3bl 6,5+0,3MKkMosb/MT Gesika, P<0,001 mo cpaBHeHMUIO € AeTbMH, 60/1bHBIX BA 6e3 runotTupeosa
(COA 5,5%£0,02 EJl mr 6eska, P<0,001 1 K 9,8+0,3 mxkmouib/Mr 6esika, P<0,001). Hau pesysnbra-
ThI COTJIACYIOTCH C JAHHBIMU MHOTHMX aBTOPOB, KOTOpPBIe ¥ 60/1bHbIX BA KOHCTaTUpOBa/u yBeJu-
yeHUe cofepkaHuda npoAykrtos [10J] Bo Bcex Uccief0BaHHBIX 00pa3liax: [1Jla3Me U CbIBOPOTKE
KPOBH, 3pUTPOLIUTE U TPOMOOLMTE.
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MIA JIK coJi Karamaza

BA crunmotpeozom B FA Ge3 rumoTHpeo3a

PucyHok 4. [TokasaTtesiu [10J1 u AOC B iuMonuTax KpoBU y 60J1bHbIX ¢ BA (HMOJIb/MJT).

75



BrbisiBJIeHHBIM HAMU YTSXKeNAIIUN 3G PeKT runoThpeo3a Ha oKa3aTelu OKUCIUTEIbHO-
ro roMeocTasa TaK»xe N0ATBePKJaeTCsl CBeZleHUAMU JTUTepaTyphl. YTO KacaeTcss HEOJUHAKOBOM
JIMHAMHUKHU aHTUOKCUJAHTOB B JIMMQOLMTAX, TO B HAllleM UCCJIeJl0BAHUM HU BapUaHT UX JucOa-
Jiadca npu BA (noseiennu CO/, cuuxxenue K), Hu BapuaHT y 60/1bHBIX BA ¢ runotrpeo3om (cHU-
xeHue CO/l, oTHocuTeIbHasA cTabuabHOCTD K) He obGecreyrBasv orpaHUuYeHUe HHTEHCUBHOCTH
[10J1.

TakuM o6pa3oM, conocTaJisisl IpUBeIeHHbIE JJaHHble U KJIMHUYECKYI0 KapTUHY 3aboJie-
BaHUS, MOXKHO CZleJlaTb 000CHOBaHHOE 3aKJ/II0YEeHHUE 0 TOM, YTO ¥ 60/IbHBIX BA ¢ runotupeosom
onpeJe/sl0TCA 3HaYUTebHble U3MeHeHus npoAykToB [10J1 (moBeilieHHe B MeMOpaHe JUMPO-
IIMTOB MaJIOHOBOTO JUa/ibJleru/ia U JMeHoBbIX KOHbIOraToB) U AOC (CHMXKeHUe CyNepOKCUJ-
JIUCMYTa3bl U KaTajla3bl), YTO NPUBOJUT K JeCTPYKLUU MeMOPAHHBIX CTPYKTYP U HapyLIEeHUI0
ux yHKumoHupoBaHus. [lockosbKy Ha GOHe AecTabuan3anuu 6MoMeMOpaH CyleCTBEHHO U3-
MeHsIeTCs TOMeOoCTa3 UOHOB, Mbl y 60JIbHbIX BA ¢ rMIOTHPE030M NMPOBEIU KOpPpessAMOHHBIN
aHa/IM3 B3aUMOCBA3U MeX/Jy MOKa3aTeJMU OKHUCJUTEJSbHOTO0 cTpecca B JUMPOLUTAX U pac-
CMOTPEHHBbIMHU Bblllle TapaMeTpaMy FOMeocTa3a KaJlbLUsl.

BeIBOABI:

1. Y neteii, 60/IbHBIX OPOHXMAJTBHOW aCTMOM C TUIIOTHPEO30OM B NMEPUOJE 0O00CTpPEHUS 3a-
60JieBaHUSA OMNpeseAlTC U3MeHeHUe QYHKIIMOHAJIBbHOTO COCTOSIHUSA LUTOBUHOMN KeJse3bl,
BJIMSIOLIEee HA OOMeH KaJbLiMsl, TECHO B3aUMOCBA3aHHOI'0 C YPOBHEM KaJIbLIUI-PEryINPYOLIUX
TOPMOHOB Y IPOLeCCaMU AeCTPYKIMU KJIEeTOYHbIX MeMOpPaH.

2. buoxuMuyeckue UccaeL0BaHUSA, IPOBeJeHHble HAMU Yy AeTed BA ¢ runotupeosom, mno-
3BOJIMJIM BBIIBUTH 3HAUYUTeEJIbHble U3MEHEHUs CTPYKTYypPHO-QYHKLMOHAJbHOW OpraHM3alyu
KJIeTOYHBIX MeMOpaH, BaXKHbIM MeXaHU3MOM /JleCTabUIu3aluy KJIeTOYHbIX MeM6paH npu BA c
TMIIOTUPE030M SIBJISIETCS U30ObITOUHAsA aKTUBHOCTb NPOLECCOB NMEPEOKHUCIeHUs] MeMOpPaHHbIX
JINIIM/I0B, TAKXKe YCTAaHOBJIEHO 3HaYUTeIbHOe HakonieHue npoaykTos [10J1.

3. CoxpaHsmw1Mecss HapyluleHHs MePEKUCHOro romMeocTtasa y 60JibHbIX BA neTeil ¢ rumo-
TUPEO030M B CBOIO OYepe/ib BeJM K NOBBIIIEHUIO 1aBJeHUsl B MaJIOM Kpyre KpoBOOOpallleHHs,
YCUJIEHUI0 OPOHXOCNACTUYECKUX PeaKIMi U coOXpaHeHUIo BbICOKUX ypoBHeH [10J], koTopble U3-
MeHsI0T MOpoJIOrUieCcKre CBOUCTBA 6MOMeMOpaH, 00YCJI0BINBasI TaKXKe U IOBPEXAeHUe pe-
LIeITOPHOr0 annaparTa KJeTKH.
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KAPMMOBA H.1.}, TEMHPOB C.A.2

OCOBEHHOCTHU MUKPOBHMOLEHO3A KMIIEYHUKA Y HOBOPOXKJEHHbBIX,
POAUBIIHNXCA INIOCJIE KECAPEBA CEYEHHUA

'TamKeHTCKUN TOCYAapCTBEHHBIN MeIUIUHCKUN YHUBEPCUTET, I. TallIKeHT,
Pecny6/ivika Y36ekucTaH
2AHAMKAHCKUH TOCYJApCTBEHHBIA MEeIUIUHCKUA UHCTUTYT, I. AH/IMDKaH,
Pecny6/irika Y36ekucTaH

AxkmyasvHocms. CHUXKeHYe MaTepUHCKOM U JIeTCKOW 3a60/1eBaeMOCTH U CMEPTHOCTHU
B 3HAYUTEJIbHOU Mepe onpejesisieTcss CBOEBPEMEHHbIM U NPaBUJbHBIM BbIOOPOM MeTOZa
ponopaspeuienusa [1]. Pagom uccienoBaTesiell yCTaHOBJIEHO, YTO PU paclIMPeHUU MOKa-
3aHu# Kk KC cHukaeTca nepuHaTalbHas 3a60/1eBa€MOCTb U CMEPTHOCTD, OJJHAKO 3TH MOKa-
3aTeJsId BO MHOT'OM 3aBUCAT OT CBOEBPEMEHHOCTH OIpeJie/IeHHUsl COCTOSHUA IJI0/a U BpeMe-
HU NPOU3BOACTBA onepauuu [1]. O4eBUAHBIM NpeACTaBASAETCA TO, YTO B MOCJAELHUE TO/bl
OTMeyYaeTcs IBHasl TEHJEHIUA K POCTY 4YacTOThI ONlepaliuy KecapeBa cedyeHUs1. B nmpouecce
aJlaliTallui HOBOPOXK/JeHHBIX 00JiblIasA poJib NPHUHAAJIEKUT HOPMaJbHOM MUKpOdIOpe KU-
meyHHKa [1]. EcTecTBeHHas aHasapo6Hasa MUKpodopa GopMHUpYyeT B KMILIEUHUKE YesI0BeKa
eCTeCTBEHHbIN Oapbep 6aKTepHa/IbHOW 3alllUMThl, Ha3blBaeMbI KOJIOHU3AllMOHHOU pe3u-
CTeHTHOCTbI0 [1]. Begyiias po/ib B CO3/JaHMU ee MeXaHU3Ma IPUHALJIEXKUT IPe06./1aJaloIuM
B HOpMe 6UdU/0- U JJaKTo6aKkTepusaM. Kpome 3TOro u3BecTHO, 4TO HOpMaJibHast MUKpodJ10-
pa ydyacTBYeT B IPOLeccax NUulleBapeHusi, BATAMUHO06pa30BaHus1, pepMeHTO0OpPa30BaHUS.
CTtaHOBJIEHME MUKPOOHOTrO OHOLleHO3a pebeHKa HauMHAeTCsd C MepPBbIX 3TANOB XKU3HU [1].
Bo BpeMs poZioB NIpH 3ar/iaTbIBAHWU NPOUCXOAUT NMOCTYIJIEHUE MUKPO(IOPHI POJOBBIX My-
Tel MaTepy U KOJIOHU3alMg BaruHaJbHOU (JIOpHI B NUIEBAPUTENbHON CHUCTeMe pebeHKa.
[Ipu onmepaTUBHOM pojoOpa3pelIeHMH NMPOoLecChl NePpBUYHON MUKPOOHOW KOJOHU3ALUU Y
HOBOPOX/|€HHbIX HapylleHbI [1].

[Jesb uccaedosaHusi. BbIIBUTb 0CO6€HHOCTH MUKPOGJIOPHI KUIIEYHUKA Y HOBOPOXK/eH-
HbIX JleTel B 3aBUCUMOCTH OT C1oco6a pojopaspelieHus.

Mamepuaswl u memodbl uccaedosarus. Hamu 6b1710 06¢cejoBaHO 45 HOBOPOXK/IEHHBIX,
u3 Hux 20 geTel poauarch nyTEM KecapeBa ceueHus (I rpynna), 25 geTelt poauiuch ecte-
cTBeHHBIM crioco6oM (I rpynna). Bce feTu 6b1JIM JJOHOLIEHHBIMU: FeCTAallMOHHAsA 3PeJoCTh
38- 41 Hepend. UccnenoBaHue NpoBOAUIOCH B pOAUIbHOM oTAesieHnu TI'MY. UccienyeMbim
MaTepHasoM JJis U3y4yeHUs1 0COOeHHOCTeM GOPMUPOBAHNUA MUKPOOUOTHI KHMILIEYHHUKA CJIy-
KUY PpeKanu HOBOPOXK/AeHHbIX. UHTepBa/l BpeMeHHU OT MOMeHTa 3abopa UCTIpa>KHEHHUH [10
noceBa Ha JuddepeHIIMaIbHOUATHOCTUYECKHE cpebl cocTaBaa 1,5-2 yaca. UccaepoBsa-
HUS IPOBOJUJIM HA 5-e CYyTKH )KU3HHU JleTell B 1JabopaToOpuu KAMHUKU T MY.

Pe3ynbmamul uccnedosarus. AHaIU3 JUHAMUKU KOJIMYECTBEHHOTO COZiep>KaHus B de-
Kanusax peted Bifidobakterium B 3aBUCMMOCTH OT coco6a pojopaspelieHus BbIIBUJ, YTO
JIOCTOBEPHO B MEHbIIMUX KOJIMYECTBAX 3TOT MUKPOOPraHU3M O0OHApyKUBAETCS ¥ HOBOPOXK-
JeHHbIX Bcex rpynn nocjue KC Ha NpoTs»KeHUU BCero paHHero HeOHaTaJbHOTro nepuoza. B
TabJsiuie 1 oTpaXkeH KOJIMYeCTBEHHBIM COCTAaB OCHOBHOU MUKPOP/10pbl MOCMO20 KUWEYHU-
Ka y HOBOPO/J€HHbIX U3y4YaeMbIX IPyIII.

Y neTeli mocJsie caMOCTOATEbHBIX POJIOB Ha AThIE CYTKHU »KU3HU 6aKkTepuu poja Bifido-
bakterium 6b11u BbiZlesieHbl Y 88% (22) B kosnnuectBe Lg 5,7+0,66 KOE/r, 4TO 0CTOBEPHO
(p<0,05) npeBblilIag0 3TU MOKa3aTeu BO Bcex rpynnax nocsae KC.
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Ta6auua 1. ComeprxaHue MUKPOOUOTHI KUILIEYHUKA Y AeTel uccaeayeMbix rpynn, (Lg KOE/r)

Ne |Buzabsl MUKpOOPraHM3MOB ['pynnel P

I (n=20) I1 (n=25)
1 IBifidobacterium 3,0£0,47 5,74£0,66 | ~00°
2 Lactobacillus 1,7+0,36 4,14+0,61 <0,05
3 E. coli 4,3+0,87 6,14+0,28 <0,05
4 l'emosnm3uHnpo- ayuupywmas E. coli 1,54+0,55 0,94+0,24 <0,05
5 Enterobactcr 1,44+0,28 1,14+0,30 <0,05
6 Clostridium 0,54+0,18 0,14+0,07 <0,05
7 Proteus 0,74+0,21 0,34+0,18 <0,05
8 Klebsiella 0,54+0,27 0,34+0,18 <0,05
9 S. epidermidis 2,34+0,59 0,94+0,27 <0,05
10 |S. aureus 1,14+0,29 0,34+0,18 <0,05
11 |Candida 0,54+0,21 0,34+0,18 <0,05
[Ipumeyanue: P-nocToBepHOCTh pazinyui Mexay | u Il rpynnamu ucciefjoBaHus

Y HoBOpOXAeHHbIX nocse KC K NATbIM CyTKaM >KM3HU He TOJIbKO OblI0 60Jiee HU3KHUM CO-
Zepxanue Bifidobakterium, HO ¥ 4acTOTa BblieJIeHUs UX ObLIa CHXKeHHOU: - y 60% (12). Camoe
HU3KOe cofieprkaHue 6udpu0da0pbl HA MPOTKEHUU BCET'0 IEPBOT0 MeCSIA YKU3HU ObLJIO Y HOBO-
poxeHHbIX iepBoi rpynnsl (3,0+0,47 KOE/r).

AHanv3 AMHAMUKHU KOJIMUECTBEHHOTO COJIePXKaHUs M YacTOThl 06Hapy»xeHus Lactobacillus B
dekannsax HOBOPOXKJAEHHbBIX BbISIBUJI, YTO 3HAYUTEJIBHO Yallle ¥ B ropa3fjo 60J/blIeM KoJ14ecTBe
OHM 00HAPY>XKHUBAJIUCh Y leTel KOHTPOJIbHOM rpynnbl. Ec/iu y fieTel mocsie caMoCTOsATe/IbHBIX pO-
ZoB Lactobacillus Ha nsiTele cyTKU BbiceBasics B 90% ciyyaes, To nocie KC yactoTa o6HapykeHHs
3TOro MUKpOOpraHusMa ropaszio Huwxe (p<0,05). Y HOBOpOX/leHHbIX N1epBOM rpynnsl Lactobacil-
lus Bp1AEI€HDB] U3 peKaNui Ha NATble CYTKU TOJIbKO Y 45% B KOJIM4ECTBE, JOCTOBEPHO MEHbILEM
(p<0,05), 4yem B koHTpOILHOU rpynne, Lg 1,7+0,36 KOE/r. (p>0,05).

[IpoBeieHHBIN HAMU KOPPeJIALLMOHHBIN aHa/IU3 MeXAy KoJinyecTBOM Bifidobakterium v Lac-
tobacillus B ¢pekanusx HOBOPOXKJAEHHBIX Ha NPOTSXKEHUU BCEr0 HEOHATAJbHOTO Nepuojia U Cpo-
KaMU [epBOro MPUJIOXKEHUS JleTel K IPy[y BbISIBUJ BO BCeX UCCIeAyeMbIX IpyIax 00paTHYIO
3aBUCUMOCTH (r=-0,57; r=-0,73), a Mexxay kosinuectBoM Bifidobakterium, Lactobacillus B dexkanusix
Y BBIPAXKEHHOCTDIO JIAKTALUU — NPSAMYI0 B3auMOCBsA3b (r=+0,59; r=+0,77).

AHasiu3 AMHAMUKH YacTOThI OOHApPY>KEeHHUS U KOJIMUeCTBEHHOTO CoZiepKaHUs B peKalnsx Je-
Tel Escherichia coli c BblpaxXeHHbIMU pepMeHTaTUBHBIMU CBOMCTBAaMU BbISIBUJI UX PaHHEE MOsIB-
JIeHUe BO BCeX Ipynmnax. Y HOBOPOX/€HHbIX KOHTPOJIbHOW I'PYIIIbI K NATHIM CyTKaM KOJIMYeCTBO
E. coli B pekanusax 66110 Lg 6,1+0,28 KOE /1. 3aTeM npoucxoiuio ymeHblIeHUe KoandecTsa E. coli
7o Lg 5,7+0,18 KOE /1, npu npexxHel YacToTe 0OHapyKeHHUs. ITOT GaKT 00bACHAETCSA yBEJTUYEHU-
eM Jlosi1 6akTepuit poaa Bifidobakterium v Lactobacillus B 06111eM 6H0LIeHO3€ KUILIeYHUKA JeTel
HI0CJIe CAMOCTOSATENbHbBIX POJI0B. K KOHIy paHHEro HeoOHaTa/IbHOIO IEPHO/ia OTMEYEHO BHOBbD He-
3HaAYMTeJIbHOE yYBesinyeHue KoamvecTtsa E. coli B pexanusx no Lg 7,0£0,24 KOE/r.

Y HoBopOXKIeHHbIX NTocsie KC HabJioaiack Apyras JUHaAMUKa 3acejieHus KullledHuka E. coli:
HapacTaHue KosmvecTBa K 10-20-M CyTKaM »KU3HU U JOCTOBEPHOE yMeHbllIeHHe KOJIMYeCcTBa JaH-
HOTO MUKpoopraHusma K 30-My JHIO )KU3HU B CPaBHEHUM C KOHTPOJIbHOU rpymnmnoi (p<0,05), uto
MO>XHO OO'bSICHUTD YBEJIMUEHUEM JI0J1M YCJIOBHO-NIATOTeHHBIX MUKPOOPraHW3MOB B 00111eM GHo1e-
HO3e KHIlIeYHHUKa. YCTaHOBJIeHa 06paTHas KOppessiLlMOHHAsA 3aBUCHMOCTb MeX/y KOJIM4ecTBOM E.
coli v Proteus B peKasnsx HOBOPOXKJEHHBIX C IATOr0 M0 TPUALATHIN ieHb xUu3HHU (r=-0,50; r=-0,75).

Ba)XHBIM IMarHOCTUYECKUM KpPUTEPUEM [iJIs OLleHKH CTelleHU TSHKeCTH AUCOaKTepro3a Ku-
lIeYHUKa SIBJISEeTCS ONpe/ieJieHre KOJIMYeCTBa FeMOJIU3UHITPOAYLUPYIOIINX KUIIIeYHbIX TaJI0YeK.
B HopMe E. coli c TakUMHU CBOWCTBAMU BbISBJSAIOTCA TOJBKO Y 2% 006c/ieayeMblx, IPU MUKPOIKO-
JIOTUYECKUX HAapyILLIEeHUsAX B KULIeYHUKe OHU MOTYT BbIJeAThbCs ¢ 4acToToi 40-50%. U3 Tabauibl
1 BU/IHO, YTO KOJIMYECTBO 2emo1u3uHnpodyyupyrowell E. coli Bo Bcex rpynnax HOBOPOX/AEHHBIX
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nocsie KC goctoBepHO 60Jiee BICOKOE B CPaBHEHHUU C KOHTPOJIbHOM Ipynnoi. B KOHTpo/ibHOU
rpynme Ha nsThle CyTKU HEOHATaJIbHOTO epro/ia reMoIM3MHIpoAynupytowei E. coli o6Hapyxu-
Basiich Yy 8% (2) aeteit, Ha aecaTble cyTKU - Y 20% (5), 4TO, BepOSITHO, CBSI3aHO C yBEJIMYEHHUEM
Jlosid 6aktepuit poaa Bifidobakterium v Lactobacillus B 06111eM 61oLieHO3€e KullleyHUuKa. HaMHoro
yalle reMoJIM3UHNpoAyLrpyouieit E. coli BbiceBasioch Yy HOBOpPOXAeHHbIx mocse KC.

AHanu3 JYHAaMUKU KOJIMYeCTBA U 4YaCTOThl OOHApYKeHUs JPyTrUux NpeJCcTaBUTesIeld ceMen-
ctBa Enterobacteriaceae: knebcuesibl, NpoTesl, SHTEPOOAKTEPOB U Ap. TOKa3aJ, YTO UX COJeprKa-
HUe B peKalrax HOBOpoxaAeHHbIX nocyie KC k 5-M cyTKaM >KU3HU J0CTOBEPHO 60Jiee BbICOKOE
(p<0,05), yeM B KOHTpOJIbHOU rpymnmne. HanboJiblllee KOJIMYECTBO YCJIOBHO-NATOTEHHON (JIOpbI
KMUIIeYHMKa K KOHIy paHHero HeoHaTaJIbHOTO Nlepro/ia BbIsIBJIEHO B epBOM rpynre. /locTtoBep-
HOM pa3HUIbI B COJleP>KaHU M 3TUX MUKPOOPraHM3MOB B peKalHsAX Ha IPOTSKEHUH BCET0 IIEPBOTO
MecsLa »KU3HU MeX/y KOHTPOJIbHOM M epBOU IpynnaMH He BblsiBJIeHO (p>0,05). ITo fo0Ka3bIBaeT
NperMyLecTBa [/l HOBOPOXK/JEHHOr0 ONepalyy, IporM3BeJleHHON BO BpeMs pOZ0OBOH JieaTe b-
HOCTH U UCII0JIb30BaHUS CIMHAJIbHOM aHeCTe3UMU.

Clostridium oTHOCATCA K $aKy/JIbTaTUBHOW 4aCTU HOPMaJIbHOW MUKPOGQJIOPHI KUIIEYHHUKA,
NPHUHUMAIOT YYacTHe B IeKOH'bIOTALUU KeJTUYHbIX KUCJIOT, B KHIIeYHUKe HOBOPOXK/J€HHBIX MOSIB-
JIAIOTCA K 6-7-My IHIO )KU3HHU. Y JleTel, BCKapMJ/IMBAIOLMXCS UCKYCCTBEHHO, KOJIMYECTBO 3TUX OaK-
TepUil HAMHOTO MTpeBbIIaeT HOpMY U 10X0AUT 10 107-F0®KOE /MJI. 3TOT GaKT HaxXOAUT MO TBEPK-
JleHue B Hallel paboTe: HOBOpOxAeHHbIX nocse KC 6oJiee M03jHO MPUKJIAABbIBAIOT K IPYAH, U3
HUX O60JIbILWHI NPOLEHT HAaXOAUTCS K KOHLy paHHEro HeOHaTaJIbHOT'0 IIEPHO0/ia Ha UCKYCCTBEHHOM
BCKapMJIMBaHUU U, KaK CJIe[ICTBHe 3TOr0, J0CTOBepHO Bhllle (p<0,05) conepxxkanue Clostridium B
dexkanusax. Yke K NATbIM CyTKaM 3TOT MUKPOOPraHu3M B 4-6 pa3 yalle BbiceBaJcsd B peKalIusax
JleTel mocJie onepaTuBHOro pogopaspewtenus (p<0,05). C 10-x cyTOK HaMM BbisiBJIeHA NpsMas
KOppeJISIMOHHAs 3aBUCUMOCTb MEX/Y KOJIMYeCTBEHHBIM cojiepxkaHueM Clostridium B pekanusix
Y CPOKaMU IPUKJIa/IbIBAHUS1 HOBOPOXK/IEHHBIX K IPY/IH.

[IpescTaBuTeAsMUA QaKyIbTaTHUBHO-aHA3POOHOUN (JIOPHI KUIIEYHUKA SBJAITCA CTapuio-
KOKKHU. OHM KOJIOHU3UPYIOT KMIIEYHHUK C TIEPBBIX JHEN KU3HU HOBOPOXK/IEHHOI'0 U B NOCJIe/lyI0-
111eM IPUCYTCTBYIOT IPAaKTUYECKU BO BCEX OT/Ae/Iax XKeJyA04HO-KUILeyHoro Tpakta. Hanbosee ya-
CTO U Y2Ke C IepBbIX JHEH )KU3HU 3aceJisieT KUIIeYHUK HeNaToreHHbIN Staphylococcus epidermidis.

B Hawmux uccienoBaHusx S.epidermidis BcTpedyasicsi OJMHAKOBO YacTO BO BCEX Ipyninax, y>ke
B 85-91% csiiy4aeB 3TOT MUKPOOPraHM3M BbICEBAJICS HA 5-€ CYTKH, U €ero KoJIM4eCTBO B peKanusax
JleTel He 3aBHCeJIO OT C10co6a BCKapMJIMBaHUS U CPOKOB NPUKJIaJblBaHUA K TpyAd. MakcuMasib-
HOe KOJIMYeCTBeHHOe cojiepkaHue S. epidermidis B peKannsix HOBOPOXK/AEHHbIX BCeX Py BbI-
aBieHO Ha 10-20-e CyTKH )KU3HU U NOCTENEHHOe yMeHblUIEHHe KaK 4acTOThl 0OHApyXeHHUs, TaK
Y KOJINYEeCTBEHHOTO COZIEP>KaHUs K KOHIy IepBOT0 Mecslia )KU3HU. B KHIlleyHHKe MOTYyT NpUCYT-
CTBOBATb U MaTOreHHble CTaQUIOKOKKH (S. aureus), KOTOpble B HEOOJIBIIUX KOJIMYECTBAX HE BbI-
3bIBalOT OPMHUPOBAHUS NIATOJOTUYECKUX MPOLIECCOB /10 TeX MOp, IOKa B pe3y/ibTaTe KaKUX-J1160
He6J1IaronpUATHBIX BO3/I€MICTBUN He CHUXKAeTCH pe3UCTeHTHOCTh MakpoopraHuaMa. K 20 cyTkam
KOJINYeCTBO S. aureus y HOBOpOx/JeHHbIX nocjie KC He OblJIO 0O4YeHb BBICOKMM, HO NpPeBbILIAJIO
(p<0,05) ypoBeHb JaHHOI'0O MUKpPOOPraHM3Ma B KOHTPOJIbHOH TpyTIIIeE.

AHanu3 JUHAMUKU KOJIMYECTBEHHOI'0 COZiepXKaHUs U YaCTOThl 0OHapyxeHHUd S. aureus B de-
KaJIMsX JOHOILEHHbIX HOBOPOX/J€HHBIX BbIIBWJI, YTO 3TU MUKPOOPTraHMU3Mbl OSABJSIOTCA Y IeTel
[ rpynmnbl paHblie U yallle B CPABHEHUHM C KOHTPOJIbHOW TPYNIOH, UX YPOBEHb YBEJUUYUBAETCA K
20-M cyTKaM Y NIOCTeNeHHO CHMXKaeTcsd K 30-My JHIO )KU3HU. ITOT PaKT 00'bACHSAETCS YBEJIUYEHU-
eM Jlosi1 6akTepui poaa Bifidobakterium v Lactobacillus B 06111eM 6HOLIEHO3€e KUILIEUHUKA JIeTel
K KOHLly HEOHATa/IbHOI'0 [TIepUo/ia ¥ NOATBEP>K/1aeTCs BbISABJIEHHON 06paTHON KOppeJsiiHOHHOU
3aBUCUMMOCTBI0. YCTaHOBJIEHA BBICOKAs NMpsMas KOppeJsiMOHHAs CBSA3b MeX/y KOJMYEeCTBOM S.
epidermidis u S. aureus B peKausaX HOBOPOXKJ€HHbIX U BpeMeHeM NPUJIOKeHUS K IPyAU U 06paT-
Has KOppeJsiliMOHHas CBSA3b MeX/1y 3STUMHA MUKPOOPTraHM3MaMHU U BbIPQXKEHHOCTBIO JIAKTALUH.

Y 60JIbIIMHCTBA 3/J0POBBIX HOBOPOXK/JEHHBIX 06ceMeHeHue rpubamMu posa Candida npoucxo-
JIAT y>Ke B IlepBble CyTKH KU3HH, IpUYeM NPOLLecCbl KOHTAMUHALUU CJIU3UCTBIX 000J104YEK XKeJly-
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JIOYHO-KUIIEYHOTO TPaKTa B HOpMe IPOXOJAT JIATEHTHO 6e3 KJIMHUYeCKUX NposBaeHUN. Beank
npoueHT (45%) KaHUAOHOCUTEILCTBA CPEAU MEIUIIMHCKOT0 IepCOHasIa POAUJIbHBIX JOMOB, UTO
MMeeT OrpOMHOE 3HaueHue /1J11 9K30reHHOro UHQUIIMPOBaHUS HOBOPOXK/€HHbIX.

AHanu3 JMHAMUKU U 4aCTOTbl 0OHApPY>KeHUS B PpeKalnaxX HOBOPOXK/AEHHBIX JleTel JpoxiKe-
NoJ06HBIX I'PpHU6OB poja Candida BbIABUJ OTCYTCTBUE PA3JIUUUN MeXy BTOPOH U KOHTPOJIbHBI-
MU rpynnaMy Ha NPOTs>KeHUU BCero HeoHaTa/lbHOTo nieproza (p>0,05). KosinyecTBO JaHHBIX MU-
KpoopraHusMoB He mnpeBbimajo Lg 1,9+0,62 KOE/r. B | rpynme k KoHIy epBoro Mecsna »1U3HU
BbISIBJIEHO J0CTOBEPHO (p<0,05) 60Jiee BbICOKOE cofiepKaHue TpuboB pojia Candida B dekanusax
B CPaBHEHHHU C KOHTPOJIbHOU rpynmnoi. Bo Bcex nccieyeMbIx rpymnnax HaMu oOHapy»KeHa Ipsi-
Masi KOppeJisiLlMOHHAs CBSI3b MeX/1y YPOBHEM rpuboB poja Candida B dekanvsx HOBOPOXKAEHHbIX
Y CPOKaMU NPUKJAJbIBaHUA JleTel K IPyJH, a TakkKe 06paTHasA KoppeJslMOHHasA 3aBUCUMOCTb
Mex/ly ypoBHeM Irpu6oB poja Candida B dekavsix HOBOPOXK/IEHHbBIX U JIaKTaluel (BbIpayKeHHOU
B %) y MaTeperi.

Buigodul. TlpoBejieHHble MUKPOOHOJIOTUYECKUE UCCIeloBaHUA PeKaluil HOBOPOXK/AEHHbIX
Ha MPOTS>KEHWU NEepBOro Mecsla >XU3HU M03BOJIWJIM YCTAaHOBUTH HapylleHHe GOpMUPOBAHUA
MHKpOOHOLIeHO3a KULIeYHHKA y O0JIbIINHCTBA JieTel N0C/Ie KecapeBa CeueHus, YTO NPOsABJIAIOCH
WHTEHCHUBHbIM 3aceJIeHUeM U pa3MHOXXeHUEM YCI0BHO-NIATOreHHbIX MUKPOOPTaHMW3MOB Ha GoHe
3HAYMTEJIbHOTO CHWXXKeHUs 6uduaod0phl, JaKTOPJIOPhl U APYTUX NpejcTaBUTeIed HOpMaJlb-
HOM MUKPOQJIOpHI.
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ONBIT IPUMEHEHH S SMUIIU3YMABA JETAM
C TEMO®UJIHEMN A, HABJIIOJJAIOIIMXCSA B THEBHOM CTALIMOHAPE HIITIIX

AO «Hay4HbIN LleHTp NeJuaTPUU U LeTCKOU XUpyprum», Anmarsl, Kazaxcrtan

AkmyasavHocmob. 'emoduus A - 3To opdaHHOE, cliellJieHHOe ¢ X-XpOMOCOMOU BPOX/JeH-
Hoe 3a00JleBaHHUe, XapaKTepu3yllleecsd HapylleHHeM IJIa3MEHHOT0 reMoCTa3a, BO3HUKAI0-
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1iee B pe3yJsbTaTe Aepunura uau orcytctsusa VIII ¢akTopa cBepThiBaHusA KpoBU. [Ipeano-
JIOXKUTeJIbHO, 70% NalMeHTOB UMEIOT OTATOIEHHBIM CEMEMHBINM aHaMHe3 110 3a60J1eBaHUIO,
NPUYUHOUN KOTOPOTO SABJSIOTCA MyTaluu reHa, kogupywouiero FVIII (Xq28). B 30% cay4yaes
BO3MO>KHbI CIOpaJiM4ecKre MyTalluu 6e3 HaJIM4rs OTATOLeHHOT'0 CEMeMHOro aHaMHesa [1].
YacTtoTa BcTpeyaemocTu 1 caydaid Ha 10 000-50 000 HOBOpOX/AeHHBIX MaJIbYUKOB. B 3aBU-
CUMOCTH OT ypOBHA aKTUBHOCTHU pakTopa VIII Bbigend0T 3 cTeneHu TAXKeCTU reMopuInu
A: sierkyo, npu KOTOpoM akTUBHOCTb ¢akTopa VIII 6osee 5%, cpesHeTsaX eNy0 — aKTUB-
HocTb pakTopa VIII coctaBaseT oT 1 1o 5% u Tsxkenywo — akTUBHOCTBb ¢pakTopa VIII MmeHee
1%. OcHOBHY!0 YacTb BepUUIUPOBAHHBIX CIy4yaeB reMOPUINU A COCTABJAIOT TSXKeJIble U
cpefHeTsKesible GopMbl 3a6oseBaHud. Taxenasa dopMa reMoPpuMu A 4acTO NPOSABJSAET-
cl reMOppardyecKMM CMHJpPOMOM Ha NepBOM TOAy *KHU3HU — MOTYT OBbITh KedasoremMarto-
Mbl, KDOBOTEe4YeHHUS NOCJe B3ATUS aHAJIM30B KPOBH, BaKLMHALUH, B Jla/IbHEHLIEeM 110 Mepe
pacliMpeHUs JBUTaTeJbHOM aKTHBHOCTU pebeHKa - oOpa3oBaHMe MOCTTPaBMAaTHYECKUX
reMaToM MSTKUX TKaHEH, MOsiBJIEHUEe KPOBOTEYEHUH U3 CAU3UCTBIX, reMapTpo3sl [2, 3].
OCHOBHOU Tepanuel y NmaliMeHTOB ¢ reMopuinell A saBiseTcda npodulaKkTUdecKass 3aMe-
CTUTeJIbHasA Tepanus KoHUeHTpaTtaMu ¢paktopos VIII [4]. [Ipu sierkoil cTeneHu BBeJleHUE
KOoHLeHTpaToB ¢akTopa VIII - mo TpeboBaHUI0, IPU CpeHEN U TAXKEJOU CTeNeHU — pery-
JIipHble BBeJleHUs KOHIleHTpaToB ¢akTopoB VIII 2-3 pasa B Hepenwo. Oc/io)KHEHUEM NPU
NpoBeJleHUH NpoPUIaKTUIECKON 3aMeCTUTENbHON Tepanuu sBJsIeTCs pa3BUTHE UHTUOU-
TOPOB — aHTUTeJa K pakTopy VIII, 6;10kMpyro1ie NpoKoaryissHTHY0 aKTUBHOCTb BBOJUMO-
ro ¢akrtopa VIII [5]. 30/10TbIM CTaHAApPTOM JieUeHUs] UHTUOUTOPHON QOPMBI ABJISAETCHA UH-
AyKUUs1 UMMYHHOH TosiepaHTHOCTU (UUT). [loMuMo npodpuiakTU4eCcKor 3aMeCTUTEebHON
Tepanuu Npu reMoPuinu A, MOXXeT NPUMEHATbCI IMULM3YyMab — MOHOKJIOHAJIbHOE aHTH-
TeJio [6]. IMULIM3yMab CBA3bIBaeT aKTUBHMPOBaHHBIN pakTop IX ¢ pakTopom X AJig BocnoJa-
HeHUSA PYHKLUU OTCYTCTBYIOILEro akTUBUpPoBaHHOTro ¢akTopa VIII, koTopblii Heob6xoAUM
JJ1s1 3 PeKTUBHOTO reMocTa3a. IMULIM3yMab He UMeeT CTPYKTYPHOTr0 CXO/ACTBA UJIX TOMO-
JIOTUYHBIX nocaefoBaTesabHoCcTeld ¢ pakTopoM VIII U, COOTBETCTBEHHO, He UHAYLUPYET, U
He yCUJIMBaeT oOpa3oBaHue NpAMbIX UHTUOUTOPOB dakTopa VIII. OfHKMM M3 npeuMy1LecTB
NpUMeHeHUs IMULM3yMaba y AeTel ABAsAeTCA MeTO/, BBeleHUs — NoJK0XKHbIHU. [Ipoduak-
TUKa 3MULIU3yMaboM ykopayuBaeT AYTB 1 yBesiMuMBaeT oKa3aTeJ b aKTUBHOCTHU paKToOpa
VIII, onpesesnisieMblid 10 XpPOMOTEHHOMY MeTOAY C UCIOJIb30BAaHUEM JIpYTUX YeJl0BeYeCKUX
$aKTOpOB CBEPTHIBAHMUS.

LJesnv uccnedosarnus. U3yunTh 3gpGeKTUBHOCTb NPUMEHEHUsA IMULU3yMaba y JeTel.

Mamepuasa u memodsl ucciaedosanus. Ha cerogHsaUIHUN JieHb, B JITHEBHOM CTaljMOHape
HUI/JAX na6aogarotcsa 190 nauueHToB, ¢ AuarHo3oM reModuus A. U3 Hux 32 (16,8%) aeteit
NOJy4arT IMULM3yMab.

Pezynemamul uccaedosanus. U3 32 nanyeHToB ¢ [eModuirent A, mosydaruyx IMUALU3-
yMab, 31 (96,8%) nauueHTOB MyxcKoro noJa. 1 (3,2%) nanueHT - leBOYKa C TAXKeJI0W UHTU-
6uTopHON GOPMOH, MOCJIe BbISIBJIEHUS UHTHOUTOPOB, NpodUIaKTUIECKas 3aMeCTUTebHas
Tepanusi OTMeHEeHa, leBOoUYKa NoJyyasia lpenapaT WyHTUpYyllero AedcTBus «Peiba», Ha KO-
TOPbIM NPAKTHUYECKU He ObLJIO OTBETA, IeBOYKY OECIIOKOUJIA Cepbe3Hble reMaTOMBbI U reMap-
TPO3bl KPYNHBIX CYCTaBOB, TeMOpPparu4ecKuid CUHAPOM He KyNHUpPOBaJCs, C Ha4aJloM BBeJe-
HUS DMUIM3yMaba JIeBOUKa CTajla aKTUBHOM, KOXKHO-TeMOpPpParuyecKuii CHHAPOM OECIIOKOUT
HaMHOTI'0 pee, IPU3HAaKU reMapTPO30B perpeccupoBaJy.

20 (62,5%) neTam IMuULM3yMab OblJI Ha3HAYEH B CBSA3M C 3aTPY/HEHHBIM BEHO3HBIM J10-
CTYIOM U MaJIeHbKUM B0O3pacToM (MeHblIe 3-X JIET).

Y Bcex mallMeHTOB JAMAarHOCTUpOBaHa Tsokesasd ¢opma. 12 (37,5%) naliueHTOB UMEIOT
OCJIO)KHEHHE B BU/Jle Pa3BUTUsA HUHTUOUTOPOB K ¢pakTopy VIII, 4 (12,5%) 13 KoTOpbIX NOJIY-
yuan UUT Tepanuio - HeycnellHbIX OTBET. Y feTel ¢ HeycnellHbIM oTBeToM Ha UUT Tepa-
110, OTMEeYaJIUCh BblpaKEHHble TeMapTPO3bl KPYNHbIX CYCTABOB, OTpaHUYEHUE B JBHXKe-
HUSX, YTO CHUKAJIO Ka4eCTBO UX )XKU3HHU, B IMUHAMUKe Ha QpoHe nosiyyeHHUs IMULIM3yMaba Ha
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NPOTSKEHUU 6 U 60Jiee MecsLeB, 0TMeYaeTcs MOJI0XKUTeNbHasA JMHAMUKA, B BUJie KyIIMpoBa-
HUS reMapTpo3a, BOCCTAHOBJIEHUS JIBUKEHHUS B CyCTaBax B I0JIHOM 0O'beMe.

[lo HasIMyKI0 reMopparuyeckoro cuHApoMa: 24 (75%) nanMeHTOB He OTMeYaloT Npodys-
HbIX KpoBOTeyeHUH. 5 (15,6%) manueHTOB OTMeYarT KOKHO-reMopparuyeckue nposBaeHus
CIIOHTAHHbIE JIMOO NPU MOJy4YeHUU HE3HAYUTEJbHON TPaBMbl, UTO MO TBEPXKAAeTCA JaHHbI-
My MupoBou sutepatypsl [7]. 1 (3,1%) nayueHT c HeycnelwHbIM oTBeToM Ha UUT Tepanuio,
moJiydaJi mpenapar IyHTHUpYouero geictus «Peiib6a», y pebeHKa cCoXpaHsaach CKJIOHHOCTD
K KPOBOTOUYMBOCTH, 4YaCcTO OECMOKOWJM BblpaKeHHble reMopparvuu, Ha ¢oHe 4acThIX remMap-
TPO30B y pebeHKa pa3BuJach reModuinyeckas apTponaTus, peb6eHOK nepejBUrascs ¢ mno-
MOLIbI0 KOCTbLJIEH, 3apy0eXHbIMU CHelMaldCcTaMy Obljla peKoMeHJJ0BaHa NpoduaKTHKa
IMunusymaboMm. Ha Tepanuu ImunusymaboMm y pebGeHKa CKJIOHHOCTb K KPOBOTOYHUBOCTHU
yMeHbIINJIach, FeMapTPO3bl Ha4aJu 6eCIOKOUTDb pexe, OJHAKO MHOT/Ia OTMeYaJIuCh cepbes-
Hble reMOpparvy, B T.4. U IoYe4Hoe KpoBoTeueHHUe. [[aljueHTy HeOJHOKPATHO NPOBOAMIACH
KOHCYJIbTal|Usl 3apy0OeXKHbIX ClielMaJucToB U3 Poccuy, 6b110 peKOMEHZ0BAaHO NMPOAOKHUTD
npodUJaKTUKY IMULUM3yMabOM, U IPU BbIpa>KEHHOM reMopparu4eckoM CUH/pOMe - BBeJie-
HUe pekoMbuHaHTHOrO ¢pakrtopa VII (santakor-anbda). Ha poHe s1eueHuss remopparvyeckue
nposiBiaeHus KynupytwTcd. 1 (3,1%) nanueHT Takxe uMeeT Tskenyo ¢opmy lemoduiuu A,
OCJIO)KHEHHYI0 pa3BUTHEM MHIHOUTOpa. MakcMMaJbHbIM NHUKOM MHrH6UTOpa 66110 190 000
BE, Ha npenapaT myHTHUpYylollero aeicTBus «Peiiba» oTBeTa He 6bLJIO, y peOeHKa ObLIN He-
KynupyeMble TeMapTpO3bl, BCAeACTBHE Yero NalueHT OblJ BBIHYK/IEH NTIepeiBUraThCs Ha UH-
BaJIUJHOM KpecJie. Pe6eHOK HEOHOKPATHO OblJ1 KOHCYJbTUPOBAH 3apy0eXHbIMU CllelhaJu-
ctamu U3 'epmanuu U Poccuy, 66110 peKoMeH10BaHO He npoBoAuTh UUT Tepanuo, B cBA3HU
Heb6J1aronpUsTHBIM POTHO30M, BEPOSATHOCTb JJOCTHMXKEHUS YCHEIHOIro OTBeTa Oblja OYeHb
HU3KOM. [locsie Hauyasla NpoPUIAKTUKY IMULLM3YyMaObOM, B JUHAMUKE COCTOSIHHE YIYYLINJIO0CD,
reMapTpo3bl U KOXKHO-reMopparuyeckue MposiBJeHUs1 perpeccCupoBasy, OJHAKO OJJHOKPATHO
OTMeYaJIoCh M0YeYHOe KPOBOTeUYeHHUe, KOTOpoe 60Jiblile CBAI3aHO C HECOOJII0leHUeM NpaBuJl
BBeJIeHUU NIpenapaTa - He NpoBoAuJI0Ch BoBpeMs. 1 (3,1%) nauueHT Ha 3Tane BBeJeHUS [103bl
HacbllleHUs (3-e BBeJeHUe IMULIM3yMaba) MOJIY4YUJ TpPaBMYy, BCJIEJCTBHE Yero pa3BUJIOCh
BHYTPHXKeJY0UKOBOe KPOBOM3/IMsAHUeE. B Tepanuio Obl1 NOAK/IIOUEH NpenapaT IWyHTUPYIO-
mwero gerctBusa «Peitba», npopuiakTka IMULKM3yMaboOM NpPOAOJKEHA, HA POHe Tepaluy,
KPOBOM3JIUSIHUE KYNIUPOBAJIOCh.

Bbi6oobl. [IpuMeHeHre IMuUIM3yMaba y JeTell, 0CO6eHHO MJIa/ilero BO3pacTa, yaydyliaeT
KauecTBO KU3HH, NyTeM NpoUIAKTUKH KpoBOoTedeHUs. OLHUM U3 NpeuMyllecTB Npenapara
SIBJISIETCS MOJKOKHBIA MeTO/, BBeJleHUsl, 0COOEHHO NPU 3aTPy/JHEHHOM BEHO3HOM JI0CTYIIE.
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KEHXXEXAH K.H., BASAPBAEBA A.A.

OCOBEHHOCTH OCTPbIX MUE/JIOUAHBIX TEMNKO30B, TPAHC®OPMUPOBAHHBIX U3
MUEJTOAUCIIVIACTUYECKOI'O CHHAPOMA

AO «Hay4HbIN LleHTp NeJUaTPUU U LeTCKOU XUpyprum», I. Anmarsl, Kasaxcran

AxkmyaabHocmb, Muenogucnnactuiaeckud cuHapom (M/IC) - cioxHas reTeporeHHas rpyn-
na 3a60JieBaHUM, U3y4eHHe KOTOPOH HavyaI0Ch ¢ Hayasia XX BeKa, U TOJIbKO K 1982 1. BbiiesieHa
B OT/ieJIbHYIO T'PyINy 3a060JieBaHUM, COTJIACHO KJacCUPUKaLMU PppaHKO-aMepHuKaHO-OpUTaH-
ckoi rpynnel 3kcneptoB [1]. C 2001 r. ;JaHHOW HO30JIOTUM NPUJAH CTATYC 3JI0Ka4eCTBEHHOIO
3ab60/1eBaHUS.

B 0CHOBe BO3HMKHOBEHHUA MUEJIOLUCIJIACTUYECKOTO CUHAPOMA JIEXKUT IOpPaXKeHUe TreMo-
NO03TUYECKOU CTBOJIOBOM KJIETKH, CONPOBOXKAaroleecss HeaPpPeKTUBHBIM IeMOI0330M, BCIe/-
CTBHe 4ero pa3BuBaeTcs Nepudepryeckas UTONEHUS, JUCITIACTUYECKMEe U3MEHEHHUS B KOCT-
HOM MO3re, 3aTparvBarwlye KJIeTKU OJAHOW UM HeCKOJIbKUX JIMHUU MHUEJION033a, TUIepKIe-
TOYHBIWA WJIM TUNOLEJIIJIAPHBIA KOCTHBIM MO3T UM BbICOKWM PUCK Ilepexo/ia B OCTPbIA MUeJIO-
WJHBIY Jeliko3 (OMJI) [2-4].

Juarnoctuka u jedyenue M/IC - akTyasibHasi ¥ He BIIOJIHE pellleHHasi pobJyieMa COBpeMeH-
HOM OHKOT€MaTOJIOTUH.

[ToTeHMasbHAass BO3MOXKHOCTb TpaHcpopmauuu M/IC B oCTpblii MUEJNIOUAHBIA JIeMKO3
BCEr/la CUMTaJaCh BbICOKOMW, OJJHAKO CTAaTUCTUYeCKUe JaHHble U ocobeHHOCTH OMJI, TpaHc-
dbopmupoBaHHbIX U3 M/IC B 0CTynHOM IMTEpaType onucaHbl MaJso. [lo JaHHBIM JIUTEpaTyphl
Tpancopmanus B OMJI npoucxoauT npubansutenbHo y 30-40% nauuentos ¢ M/IC. /laHHbI#
nepexo/; CBsA3aH C Heb6J1aronpusTHBIM MPOTHO30M U TpebyeT CMeHbl TAKTUKU JiedeHUs. Onpese-
JIeHUe NPpOorHo3a AJid nanueHToB ¢ M/IC aByisieTcs KJIYeBbIM 3JIEMEHTOM UX JiedeHus. TouHas
OlleHKa IPOrH03a onpe/eiseT pellleHHs 0 CPOKax U BbI6ope BAPUAHTOB JiedeHHs. UMeHHO puck
TAKOr0 [lepexo/a JielaeT MOHUTOPUHT ¥ CBOEBPEMEHHYI0 JIMAarHOCTUKY KPUTUYECKH BaXKHBIMH.
Y peteit nepexon M/IC B OMJI, kak npaBuJIo, COPOBOX/AaeTcs 60Jiee arpeCCUBHBIM KJIWHUYe-
CKHM TeYeHHEM U CHUKEHHEM BbIXKHBAEMOCTH [5].

dtuosorusa nepsuyHoro M/IC y feTel 10 KOHI|a He BbISICHEHA, OJJTHAKO U3BECTHO, YTO Ha
npouecc TpaHcpopmauuu B OMJI BAUAIOT reHeTUYECKUEe U MOJIEKYJIIpHbIe U3MEeHEeHUs], TaKue
Kak MyTauuu B reHax TP53, RUNX1, ASXL1 u fpyrux, a Tak»ke XpOMOCOMHbIe aHOMaJIuH [6,7].

[IporHocTudeckue GpaKTOpbI, BAUAOILIME HA PUCK TPaHCPOpMaLIMY, BKJIOYAKOT CTENEHD
JUCIIJIa3UY, HaJu4yue ompefieéEHHbIX [UTOTeHeTUYeCKUX aHOMaJIui, YpOBeHb 6J1aCTOB U
MoJIeKyJAsIpHbIN podub. [lo JaHHBIM COBpeMeHHbIX UccejoBaTesel nporpeccuss M/IC B
OMJI obycsioB/ieHAa HEJIMHEMHOM K/IOHAJIbHOM 3BOJIIOLMEN, TPU KOTOPOU CYOKJIOHBI, TPU-
CYTCTBYIOLlMe HAa paHHeW CTaZlH, MOTYT JOMUHUPOBATh nocje TpaHchopmanuu. CTBOJIO-
Bble kaeTku M/IC (MDS-SC) u pre-MDS-SC conepxaT pazHoo6pa3Hble MyTalllud, 4aCThb U3
KOTOPBIX CTAHOBUTCA KJII0UEBOU B MOMEHT TpaHcopMauuu. [Ipu TpaHchopmanuu onucaHo
BbISIBJIEHUE HAKOMJIEHUsI HOBbIX MyTalUi, 0c06eHHO B ciaeaytoumux reHax: TET2, DNMT3A,
IDH1/2, ASXL1, EZH2, SRSF2, U2AF1, RUNX1, TP53, FLT3, RAS, PTPN11. 3Ty MyTanuu ycko-
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PSAIOT POCT KJIETOK, CHUKAKT allONTO3 U CHOCOOCTBYIOT HapylleHHWI0 HOPMaJbHOTO KPOBET-
BopeHus [8-9].

CoBpeMeHHbIe UCCIeJOBaHMS HallpaBJeHbl Ha BbISIBJIeHHEe OMOMapKepoB, Mpe/iCKa3blBalo-
IIUX CKOPOCTb U BeposiTHOCTH nepexojaa M/IC B OMJI, 4To 0co6GeHHO aKTya/IbHO B eJiuaTpuye-
CKOM NpaKTHKe [5-6,8].

LJenv uccnedosarus. IlpoBecTy aHaIU3 KJIMHUKO-1a60paTOPHBIX JJAHHBIX OCTPbIX JIEHKO-
30B, TPaHCPOPMHPOBAHHBIX U3 MUEJIOAUCIIIACTUYECKOT0 CHHAPOMA.

Pe3ynbmamul uccaedosarusi. [IpoBefieH peTpOCNEeKTUBHbIN aHA/NIU3 UCTOPUM 6osie3HU 83
Jetel ¢ amarHo3oM M/IC, mosy4MBIIUX CTaMOHAPHOeE JiedeHUe B HaydyHOM LieHTpe nejuaTpum
U eTCKoW Xxupyprui c sHBaps 2018 no centsabpb 2025 rr. U3 Hux y 9 (11,1%) nauuentos M/IC
TpaHcpopmupoBascsa B OMJI. CpenHuil nepuos BpeMeHU MexAy AuarHoctukoi M/IC u pa3Bu-
teM OMJI coctaBua 6,3 Mecs1a

[To Ho30/10TMYecKKMM popMaM 3abosieBaHus 60sbHBIe ¢ M/IC pacnipeeIUINCh ClefyI0IUM
obpa3oM: peppakTepHas ofHOIMHeWHaa uutonenusa — 11,1% (y 1-ro nanuenTa), peppakrep-
Has LUTOINEeHUs C MyJbTUJIMHENHON Aucnia3ueit- 44,5% (4), pedpakTepHas aHeMUs C U3OBIT-
koM 6s1actoB PAUB-1 - 22,2% (2), pedpakTepHas aHeMUs ¢ U36bITKOM 6s1acToB PAUB-2y 22,2%
(2) manMeHTOB.

MbI npoBesiu NOAPOGHBIN aHA/IN3 KJIUHUKO-1ab0paTOPHBIX JJaHHbIX 9 MaljMeHTOB, Y KOTO-
pbIX poU30LLIa TpaHCPOopMaL U MUETOJUCIIACTUYECKOT0 CUHAPOMa B OCTPbIM MUe106J1acT-
HBIH JIEUKO3.

B naHHOU BbIOOpKE MalMEHTOB MpeobJsajiaiu MaJlbduku 67% Haj aeBoukamu - 33%, B
COOTHOLIeHUH 2:1.

Bo3spacTHoe pacnpesesieHue 9 nalMeHTOB ObLJIO CIeAYIOIIMM: 1eTH B Bo3pacTe 1 - 5 JyieT
COCTaBUJIA O6OJIBIIMHCTBO 66,7% (6). OnuH pebeHok 6bL1 7 sieT, Boe 10 1 11 s1eT. MUHUMaJIb-
HbIM BO3paCT HAa MOMEHT yCTaHOBJeHUA AuarHosa M/IC coctasua 1rog 9 MecAnes, MakCMMaJlb-
HbIM - 11 sieT 4 Mmecaua. Bo3pacTHasa MeMaHa Ha MOMEHT NNOCTAaHOBKU guarHo3a M/IC coctaBu-
Jaa 4,87 roga.

13 Mopdosiornyeckrx BapuaHToB M1 BapruaHT BbIsiBJIeH Y 4 nauueHToB (44,4%), M7 Bapu-
aHT Takxe y 4 nayueHToB (44,4%) u M2 BapuaHT y ofiHOTO pebenka - 11,1%.

[IpoBesieH aHa/U3 0 UHULMAJIBHBIM KJIMHUYECKHUM JJaHHbIM, BbIIBJIEHHBIMU HA MOMEHT
noctaHoBku auarHosda M/IC. Tak, 1uxopajzka oTMevasnach y 55,5% nanueHToB, KOXKHbIe reMop-
paruu BbiSBJIeHBl y 66,6 % JeTell, reMopparuu Ha cau3ucThix ¥y 11,1%, numdoaseHonatus y
11,1%, rematoMerauud 6oJsiee 4 cm umenu 11,1%, crieHoMerasinio 6osee 4 cMm - 22,2%.

B ne6rote M/IC HabJ t0jasacb aHeMUS pa3/IMYHOU CTeNIeHU TSAKeCTH (CpeHUM YPOBEHb Tre-
Morsio6uHa 72 r/n). CpejHee KOJMYECTBO JIEHKOLUTOB COCTaBJIA0 6,2 x10° /11, TpOM6OLUTOB
- 45 x10°/n1, Hefitpodunos - 1,2 x10°//1. Y Bcex naueHTOB KOJIMYECTBO 6JACTHBIX KJIETOK B
MuesiorpaMMe 61U OT 6-16,8%

[Tocne Tpancpopmanuu B OMJI mokasaTesy yCyryo6JisiiuCh: Y BCEX MAllUEHTOB Oblja aHe-
MU TSKeJIOW CTeleHU, NIPaKTUYeCKH Bce OblIM TPaHCPY3MOHHO 3aBUCUMBI (CpeJHUN YPOBEHb
reMorio6uHa 65 r/.1), reMOIJIO6MH CHIXKaJICA A0 43 T/J1, TpoM60oLUTHI — 10 16 x10° /1, 61acTh
B nepudepuuecKoil KpOBU BbISIBJIEHBI Y 66,7% JleTel, TUNepiaCTU4eCKUA CUHAPOM B BHU/JlE
TMHTUMBUTA BbISIBJIEH ¥ 0HOTO 60/bHOr0- 11,1%, cenTuvyeckue oyaru umenu 44,4%, U3 HUX B
OCHOBHOM BCTpeya/IMChb MHEBMOHUSA- 22,2%, tapuHrodpapuururt-11,1%.

[Ipu npoBeeHuu nuToreHeTudeckoro uccaegoanus (FISH) u kapuotunupoBaHusa y Tpo-
UX JleTell MaTOoJIOTUYeCKUX MePECTPOEK He BbisiBJAeHO. Cpe/iU BhISIBJIEHHbIX abeppanuil y 6 na-
nveHToB ¢ OMJI onpegensanuce: TpaHcaokanuda t(8;21)(q22;q22);RUNX1-RUNX1T1 y aByx na-
1MeHTOB (22,2%), TpaHcaokauus t(1;22) u del(5q) BeiaBaeHa y ogHoro pebenka 11,1%, Takxe
y ogHoro nanyeHTa onpefesenat (9;11), del (3) (q21) u no ogHOMY ciy4ato nanueHToB ¢ OMJI
BbISIBJIEHBI MOHOCOMUS 7 XpPOMOCOMBI U TPUCOMHUS 8 XPOMOCOMBI.

B M/IC-¢da3ze npoBoauiach CMHMIITOMaTHYeCKasi Tepanus, BKOYaoUias nojaepKuBaroie
TpaHCPy3UU U aHTUOAKTEpUaJIbHYI0, IPOTUBOTPUOKOBYIO Tepanuto. [locie TpaHchopmanuu B
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OMJI 77,8% (7) nmanueHTOB Haya/lMd NPOTPAaMMHYI0 MOJUXUMUTEPANUIO MO NpoTokoay AML-
BFM 2004. AnsioreHHasi TpaHCIJIaHTalLMs TeMOIMO3TUYECKUX CTBOJIOBBIX KJeToK (TI'CK) 6b11a
BbINIOJIHEHA IBYM NallUeHTaM.

OueHka oTBeTa Ha 15-i1 leHb MOKa3aJia YaCTUYHOE CHUXKEHUE O6JIAaCTHOTO MyJia, HO y TpeX
nauueHToB (33,3%) He JOCTUTHYTa peMUCCUs, 6JIaCTHBIX KJIETOK B MUeJloTpaMMe 6bl10 6oJiee
5%, k 28-My HIO - y 66,7% nauueHToB (6) AocTUTHYTa Mopdosoruieckass peMuccus. 3aperu-
CTPUPOBAHBI [IBa CJlydasi pe3UCTeHTHOCTH 3aboJieBaHusA (y nanyeHToB ¢ M7 1 M1 BapuaHTamMu).
[Ipy npoBeieHUU UHYKIIMOHHOM Tepanuu Noru6J/u Asoe feteil. O4WH U3 NAaUEHTOB, JOCTUT-
IIMX PEMUCCUH, TIOTUO OT TSKEJbIX MHPEKLMOHHBIX OC/I0KHEHUH Ha 3Talne KOHCOMUAUPYIoLei
Tepanuu. PenuuBbl pa3Buauce y 44,4% nanyeHToB (4).

Bbigod. TakuM 06pa3oM, NpoBeEHHbIN aHa/IU3 IeMOHCTPUPYeT, yTo TpaHchopmanusa M/IC
B OMJly neTeli xapakTepu3yeTcs KOPOTKOU AauTebHOCTbI0 M/IC-dassl (6,3 MecaLa), TAXKENbIM
KJIMHUYeCKUM Jie6t1oToM OMJI 1 Heb1aronpUsATHBIMU UcXoaMu. [losrydyeHHble pe3ysibTaThl O -
4EépKHUBAKOT HEOOXOJUMOCTh PAaHHEr0 BbISIBJIEHUS NPOTHOCTUYECKUX (AaKTOPOB U paccMoOTpe-
Hus Bornpoca TI'CK Ha paHHUX 3Tanax.
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UccnenoBanue BoinosiHeHO B pamkax HTII BR 28713341 nporpaMMHo-LiesieBOro $UHaH-
CUpOBaHUA OT MUHUCTepPCTBA HAYKU U BbIClIero obpa3oBaHus Pecny6siriku KasaxcTtaH Ha TeMy
«PaspaboTka ¥ BHeJipeHHEe YCTOMYUBOW MO/JIe/IN JeTCKOW OHKOJIOTMYeCKOM IOMOIIU HAa OCHOBE
NPelU3MOHHOrO0 N0AX0/a B leAuaTpudeckor oHkosiorum», AO «Hay4HbIM LleHTp nefuaTpuu U
JleTCKOU XUpypruu» (MporpaMMHO-1e1eBOro GUHAHCHUPOBAHUSA 10 HAyYHbIM U Hay4YHO-TEXHU-
yeckuM nporpammam Ha 2025-2027 roapi).
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KUAJIBEKOBA 7K.A., KOPIMOBA K. M.

PEJKUM CJIYYAU IOBOYHOI'O JEMCTBUA UMATHHHUEBA, Y PEBEHKA C JMATHO30M
XPOHUYECKUN MUEJIOJIEMKO3

AO «Hay4HbIN LleHTp NejJUaTPUU U JeTCKOU XUpyprum», I. Anmarsl, KasaxcraH

AxkmyaabHocmb. XpoHUUueckul muesoieiiko3 (XMJI) - peakoe MuesionposiidepaTUBHOE,
HeyKJIOHHO Iporpeccupytouiee 3abo/ieBaHue y JieTel, B pe3yJbTaTe KOTOPOro BO3HUKAET T'U-
NeprnpoAyKIUs 3pesbIX U He3peJiblX FPaHy/I0UTOB. /laHHOe 3a60/1eBaHUe BCTpeYaeTCsl KpaiiHe
penko u 3abosieBaeMoctb XMJI y neteit muague 15 jset - 0,6-1,0 cayyas Ha MUJIJIMOH, Y Na-
nueHToB 15-19 set cocraBaseT 2,1 Ha MusinoH [1-3]. B MexaHHW3Me pa3BUTHSA UTPaAET POJib
BO3HUMKHOBEHHE XMMEPHOI'0 6eJiKa C TOBbILIEHHON TUPO3UHKHMHA3HOW aKTUBHOCTBIO — IPOAYKT
akcnpeccuu cautHoro reHa BCR-ABL [4]. [luarHo3 noATBep:k/JaeTcsd HAa OCHOBAaHUM pe3yJibTa-
TOB 0011ler0 aHa/IKM3a KPoBU, MUesiorpamMmmbl, FISH uccieqoBaHus KaeTOK KOCTHOTO MO3Ta U I1-
TOTeHeTHUYeCKOI0 UCCIe[J0BaHUA KOCTHOTO Mo3ra. /i1 1edeHuss XMJI npUMeHS 0T UHTUOUTOPDI
tupo3uHkuHasel (UTK) [3-5], MuesocynpeccuBHble penapaThbl U TPaHCIJIAHTALMS TeMOoI03-
TUYEeCKUX CTBOJIOBBIX KJIeTOK. [I[penapaToM UHIrHOUTOpPA TUPO3MHKUHA3BI 1-1 JIMHUU ABJISETCS
MMaTUHUO - HU3KOMOJIEKYJIIPHBIM UHTHOUTOP NPOTEUH-TUPO3MHKUHA3bI, KOTOPbIN 3 dek-
TUBHO NO/aBJ/sleT aKTUBHOCTb TUPO3WHKKHA3bl Bcr-Abl, a Takxke HeCKOJbKUX pelenTOPHbIX
TUpO3MHKUHa3: Kit, penjenTop ¢pakTopa cTBoJI0BBIX KJeTOK (SCF), kogupyeMblil IpOTOOHKOTe-
HoM Kit, penientopsl AuckouauHoBoro goMeHa (DDR1 u DDR2), penenTop KOJIOHUECTUMYJIU-
pytouiero ¢aktopa (CSF-1R), a Takke anbda- u 6eTa- perenTopbl TpoMboLUTapHOTO paKTOpa
pocta (PDGFR-a u PDGFR-B) [6]. YuuTbiBag, uto XMJI peskoe 3abosieBaHUe y JieTel, Hexela-
TeJIbHble siBJeHUsA MaTUHNOa MMEHHO Y JleTell onucaHbl KpakiHe Maso [7]. [Io MUpOBBIM JiaH-
HbIM, 0OLIIMMU HeXKeJlaTeJbHbIMU IBJIEHUSIMU NIpU IpreMe UMaTUHUOA, MOTYT ObITh:

O4eHb YacTo (4acToTa BO3SHUKHOBEHUS HabJt0/jaeTcsa y 6osiee 10% mayueHTOB): HEUTPO-
HleHUs], TPOMOOLMTONIeHUs], aHEMUs], TOJIOBHAsA 60JIb, TOLIHOTA, AUapesi, pBOTa, AUCIIeNncus, 60/1b
’KMBOTeE, IepUOPOUTANbHbBIN OTEK, lepMaTUT/3K3eMa/BbICbINIaHUE, MbILIEYHbIN Cl1a3M U CYZ0-
pory, 60Jib B MBILIIAX U KOCTSX, B TOM 4YHCJie MUAJITUS, apTpairus, 60Jb B KOCTSX, 3a/iepKKa
KUJKOCTU U OTEK, yTOMJISIEMOCTD, YBeJIMUeHHe MacChl TeJa.

Yacro (pa3BuBaetcs y 1-10% nauueHTOB): naHIUTONEHUS, GebpribHasd HEUTPONeHUs, aHO-
pekcusi, 6eCCOHHHUIA, TOJIOBOKPYKEHUE, TapecTe3Us], HapylLleHHe BKYCOBbIX OLIYIIeHUH, runepe-
CTe3Hs, OTEK BEK, YCUJIEHUE CJIe300T/ie/IeHUs], KPOBOU3/IUSAHNE B KOHbIOHKTUBY, KOHbIOHKTUBUT,
CyXOCTb IJ1a3, HEYeTKOCTb 3peHHs, OLlylleHHe NPUIMBa KPOBU, FeMOpparuy, JUCIHO3, HOCOBOE
KpOBOTeYeHHUe, Kallesib, MEeTEOPU3M, B3yTHE KHUBOTA, racTpo33odareasbHbli pedJroKc, 3amnop,
CyXOCTb BO PTY, FaCTPUT, IOBbIlIEHWE aKTUBHOCTH TPaHCAMMHAa3, 3y, OTEK JIMLA, CyXOCTb KOXH,
3pHUTEMa, aJI0Nel s, HOYHas NOTJIMBOCTb, peaKus GOTOUyBCTBUTENbHOCTH, IPUIYXJIOCThb CYCTa-
BOB, CJIabOCTb, MOBbIIIEHHUE TeMIIEPATyPhI TeJla, aHacapKa, 03HOO, APOXKb, 3a/iepKKa pocTa [8].

Kaunuveckuii cayuail. lTauueHT - Manbduk 2020 roga poxaeHust. B Bospacre 1roj 7 mecsi-
1[eB ObLJI BbICTABJIEH KJIMHHUYECKUN JUarHo3: XpOHUYeCKUN MUeJI0JIeNK03, XpoHruYeckas da3sa.
Ph+. HayaTa naToreHeTu4eckas Tepanus MHFM6MaTOPOM TUPO3UHKHUHA3bI 1-U IMHKUY - UMaTH-
HUO6 (MMMyTHH). B iMHaMuKe B JleKpeTUPOBaHHble CPOKH NPOBOAUJINUCH KOHTPOJIbHbIE OCMOT-
pbl, KOHTPOJIbHbIE NYHKL WU KOCTHOTO Mo3ra ¢ npoBesienueM OUII nccaenoBanusd. [lepenocun
MMaTUHUO pe6GeHOK He 0YeHb XOPOLI0, 0TMeYaJach YacTast pBoTa IPU OZHOBPEMEHHOM NIpUeMe
CYyTOYHOM 103UPOBKH, 60/1eBOM CUHAPOM (60/1M B HUI?KHUX KOHEYHOCTSX).

Yepes 7 MecsleB nocse Hadyajla Tepanuu UMaTUHMO0M y pebeHKa HayaJoCh epuojuye-
CKOe NOBblIIeHHe aKTMBHOCTU TPaHCaMMHAa3, C MOCTeNeHHbIM HapaCcTaHWEM THUTPOB, MAaKCH-
MasibHbIM TUTP AJIT coctaBasan 700 Ef/n, koTopoe He KymMpOBaIoCh renaTONpPOTEKTOPHBIMU
npenapaTaMy, HEOAHOKPATHO OblJI KOHCYJIbTUPOBAH raCTPO3HTEPOJIOTOM, aHAJIU3bl HA renaTH-
Thl ObLJIM OTPULATEbHBIMHU.
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[To/IHBINA UTOTEeHETUYECKU I OTBET OblLJ JOCTUTHYT Yyepe3 10 MecsleB noc/ie Havyasia Tepa-
nuu UMaTUHUOOM.

Yepes 2 roza 4 MecaLa Tepallud UHTMOUTOPOM TUPO3UHKKHA3bl NepBoi JinHUU (MMaTu-
HUO) y pebeHKa BO3HUK LUTOreHEeTUYeCKUU peuuauB 1, 60/bIIONM MOJIEKYJSPHbIA OTBET He
JIOCTUTHYT, npu 3ToM nokasatesu OAK 6b11M B nipesesiax JONYCTUMbIX 3Ha4eHUH, JelKodop-
MyJia 6e3 u3MeHeHHH, B OMOXMMUYECKOM aHaJu3e KPOBU TUTP TPaHCAaMHHa3 OblJ BbICOKUM -
AJIT - 411 En/n, ACT - 496 En/n, ocTasibHble IOKa3aTeU U KoaryJorpaMMa COOTBETCTBOBAIU
BO3PACTHBIM IIpe/iesiaM HOPMbI, HO COXpaHsAJach renaTocijeHormeranus (pa3smepsl Ne4YeHu U
ceJie3eHKHU ObLIM IPEXKHUMHU, KaK IPpYU IepBUYHOM NOCTaHOBKe JijMarHo3a). Ha koHcuinywme B co-
CTaBe C pyKOBOAUTEJIEM LIeHTpPa JeTCKOW OHKOJIOTUU U FeMaTOJIOMH, 3aBeiyI0IIUX OTAeJeHUN
OHKOJIOTUH U T€MaTO0JIOTUH, FaCTPO3HTEPOJIOTra, ObLJI0O pEKOMEeH/J0BAaHO 3aMEHUTD lpenapatT UH-
rubruTopa TUpO3MHKUHa3bl UMaTHHUG Ha /la3aTUHUO.

B nunamuke yepes 2 roga 10 MecsleB OT HavyaJia IaTOreHeTUYECKOW Tepaluu y pebeHKa
IpU COXpaHAmwILelcsa renatocnieHoMeranuy, Ha Y3U OBIl 661710 U3MeHeHUs1 B BU/Jie Y/IbTpas-
BYKOBBIX AU(PPY3HO-0YaroBbIX U3MEHEHUH B NMapeHXHWMe NeYyeHHU N0 TUIY MeJKOHOAYJISPHO-
ro LUppo3a nevyeHH, yBejndyeHue pasMmepoB neyenu. Ha Y3/II' cocyzoB oTMedasioch He6O0JIbIIOE
yBeJIMieHre CTBOJIa BOPOTHOM U CeJle3eHOYHOM BeHbl, JJaHHBIX 3a MOPTaJbHY0 THIEePTEH3UI0
He 6bLi10. [IpoBesieHO puOpPOCKAaHUPOBaHME NIeYEHU METO/I0M HeNpPSIMOM 3J1aCTOMETPHUU: olpe-
JleJleHa 3JIaCTUYHOCTb NedyeHH, KoTopas cocrasisietrcsa 11,9 kPa, uyTo cooTBeTCTBYyeT cTaguu
¢ubpoza F4, 182 CAP (Db/M) cootBeTcTByeT cTeneHu cteato3a SO. [liga Bepudpukayuu 6b11a
npoBeJieHa OMOICHSA NeYeHH, [0 pe3y/bTaTaM KOTOPOro y pebeHKa L[UPPO3 NeYeHU U renaTuT
He NOATBepAUIUCh. [Mponndeckas JUcTpodus renaToOLUTOB 10 3aK/I0YEHUIO0 OUOIICHH, Oblia
paclLieHeHa KaK BEpOSATHO BCJIe/ICTBHE renaTOTOKCUYHOCTHY UMaTUHUOA.

B niuHamuKe Ha ¢poHe 3amMeHbl npenapata UMaTrHu6 Ha /lazaTUHUO y pebeHKa pBOTHI Ha
npUeM lpenapaTa NpaKTU4YeCKHU HeT, 60J1eBOY CUHAPOM OEeCIIOKOUT pexxe, KyUpyeTcs IpUeMoM
HIIBC, npu nasbnanuu neyeHb U cejie3eHKa COOTBETCTBYET BO3PAaCTHBIM I'PaHULAM, [IOKa3aTe-
JIM 0611leT0 aHa/IM3a KPOBU U JieiKopopMyJia B lIpesesiax JONyCTUMbIX 3Ha4eHUH, TUTP TpaHca-
MHHa3 HopMasiu3oBaJics, Ha Y3U OBIl: y1bTpa3sBYKOBbIX IPU3HAKOB LIUPPO3a HET, COCTOSTHUE U
HacTpoeHUe pebeHKa yIy4IINJINCh.

Bbigodul. 'enaToTOKCUYHOCTh UMaTUHNOA AAB/ISETCA 0Y€Hb PEIKUM I060YHBIM IeCTBUEM
npenapara, HO He MOXeT OJIHOCTbIO UCKJ/I04YaThcs. Ha cerogHAIHNMT leHb UMEeI0TCA aJlbTepHa-
TUBHbIE [peniapaTbl MHTUOUTOPOB TUPO3UHKHUHA3.
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KOBEWCIH H.E., UBPAIIIEBA A.M., BASAPEAEBA A A.

AHAJIN3 TOKCUYHOCTH HA ITIPOTOKOJIE IOJIMXUMHUOTEPAIIMM ITPH OCTPOM
MUEJIOBJIACTHOM JIEMKO3E Y JIETEN

AO «Hay4HbIN LleHTp NeJUaTPUU U JETCKOU XUpyprum», I. Anmarsl, KasaxcraH

AkmyasnsHocmb, B cOBpeMeHHOM KJIMHHUYeCKOM MPAaKTHKe OHKOreMaTOJIOTHH BOIIPOCHI J0-
CTXKEHHUS BbICOKOM 3QPEKTHBHOCTH TepANUM OCTPOTO MUEJIOUAHOTO Jieiiko3a (OMJI) y geTeit
SIBJIIETCS BaXKHOM 3a/ladyell M BKJIIOYAeT TaKUe OCHOBoNoJarawuide QpakTbl KaK KOMILJIEKCHas
nepBUYHasl JUarHOCTUKA, OCHOBAHHAasi Ha MOPQOIOrUYeCcKUX, UMMyHOEHOTUIINYECKUX U MO-
JIEKYJIIPHO-TeHETUYECKHUX OCOOEHHOCTSX JIEMKO3HbIX KJIETOK, MPOBeJleHHue BbICOKOIPPEKTUB-
HOM UHTeHCUBHOM nosnuxumuoTrepanui (IIXT) c yaeToM rpynn prcka, npuMeHeHHe TapreTHbIX U
3MWreHeTUYeCKUX IpenapaToB, CTporoe cobJi0/leHue CONPOBOAUTENbHOM Tepanuy, JajibHellliee
IpoBeJleHue Mo/ JlepXKUBaloLel Tepaluy U JMHAMU4YecKkoe HabstogeHue [1-2].

HecmoTps Ha rpanguo3Hble ycnexu U nporpecc B OMJI y netel, npoBefjeHMe UHTEHCUBHOMN
[IXT conpoBoxAaeTcs pa3/IMYHbIMU OCJI0)KHEHUSIMU HENlOCPe/ICTBEHHO BO BpeMs Tepalnuu U/ uin
B OT/JaJIeHHbIM Nepuo/i BpeMeHHU. Bbicokas TOKCUYHOCTD JieueHUs SIBJASAeTCI OAHOM U3 BeJyIUX
IPUYMH CHUKEHUS KayeCTBa )XKU3HH, @ B HEKOTOPBIX CJIyyasix U JIeTaJIbHOCTH, He CBI3aHHOM C pe-
LIMIMBOM 3a060JIeBaHHA.

B HacTofilllee BpeMs MpPOC/TIEXUBAETCSA YeTKas TeHJEHLUS K paclIMpeHUI0 hccaeJ0BaHUN
0 U3y4eHHUI dapMaKOreHeTHYeCKUX acleKTOB MPOTHMBOOMYXOJIEBBIX NpenapaToB, B YacTHO-
CTH, TI0Ka3aTeJsiel a/lJleJIbHbIX OJUMOPPU3MOB reHOB, KOTOpPble OTBETCTBEHHBI 32 META00/1M3M
Y 3JIMMHUHALMI0O XMMUOIIpenapaToB. C yueTOM UHUBU/IyaJIbHbIX Pa3/IMYUI B YaCTOTE U CTeNEeHU
BbIPQ)KEHHOCTH TOKCUYHOCTH Y JileTeH, NOy4aroliMX BbICOKOJ03UPOBAaHHYI0 UHTeHCHMBHYO [1XT,
He00X0MMOCTb [1ePCOHAJIM3UPOBAHHOTO NO/X0/Ia B JIeYEHUU CTAHOBUTCH 04EBUHOM [3-4].

Hasnuue opraHHoM TOKCUYHOCTH Ha ¢poHe npoTokoabHOH [IXT, HecMoTps Ha 06513aTe/IbHYIO
IIPeBEHTUBHYIO CONIPOBOAMTEJIbHYI0 Tepanuio y aetel ¢ OMJI, mociy»u/io mnoBoLoM A1 JAHHOIO
uccienoBaHus. JleTaabHbIN aHa/IU3 NpodUIIs TOKCUYHOCTH Ha KaXKJj0M 3Talle JieueHus 103B0JIsA-
eT BBbIIBUTb HauboJiee ysi3BUMble IepUO/bl U CUCTEMbI OPraHOB, UTO ABJSAETCA KJIIOYOM K ONTH-
MH3aLUY COIPOBOAUTENbHOM Tepanuu U pa3paboTKe CTpaTerui No CHUKEHHU IO Jie4e6H0-acCoLU-
VPOBAHHBIX OCJI0KHEHUH.

Lleab uccnedosarus. TIpoBecTr OLleHKY TOKCMYHOCTH TepalMuy Ha pa3HbIX 3Tamnax MpoTo-
KOJIBHOTO JIeYeHUs Y ZleTel C OCTPbIM MHeJ100/1aCTHBIM JIEHKO30M.

Mamepuanawvt u Memodbl. [IpoBeJieH peTPOCIEKTUBHBINA aHAIM3 UCTOPUM 60Jie3HU 46 feTel
C BIIepBble YCTAaHOBJIEHHbIM AuarHo3oM OMJI, nosy4uBIIKMX CTallMOHApHOe JieyeHUe B HayyHoM
LeHTpe nefuaTpuu U fetckod xupypruu (HUIIJX) c suBaps no gekabpb 2024 roga. AHaius no
I10JIOBOM NPHHA/JIEXKHOCTH BbISIBUJI CTATUCTUYECKM HE3HAYMMOe NpeobJiajlaHre Ipynibl MaJlb-
4yukoB (52,2%) Haz neBoukamu (47,8%). CpesHuii Bo3pacT cocraBu. 8.8 sieT. Kputepusamu BKII0O-
yeHUs 6bLIU: Bo3pacT oT 0 f0 18 neT, Mopdosiornieck U MMMyHO(QEHOTUNIMYECKHU BepUPULIUPO-
BaHHbIY AuarHo3 OMJI, nosydyenue Tepanuu no npotoxkosay AML-BFM 2004.
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[IporpamMMHas Tepanus coCTosiia U3 UHAYKLHUOHHBIX KypcoB (MHaykuus I no cxeme ADXE;
Wuaykuus Il mo cxeme Al uiun HAM), 3a koTopbIMU ciiefoBaiu 6yi0ku KoHconuanuu (haM, Al,
Al/2-CDA) u untencudpukauuu (HAE, haM) B 3aBUCHUMOCTH OT I'pynIbl pUCKa U OTBETa Ha Tepa-
NUIO.

Bepudukanus auarHosa npoBoJuiach HA OCHOBAHUU UMMYHOQEHOTUIIUYECKOTO U MOpdo-
JIOTUY€eCKOT0 UCC/Ie[J0BaHUs BJIaCTHBIX KJIeTOK no kputepusaim PAB-knaccudukauuu. Pacnpese-
JIeHUe NalMeHTOB Ha IPYIIIbl CTaHAAPTHOI'O U BbICOKOT'O pUCKa MPOBO/MUJIOCH B COOTBETCTBUH C
KpuTepusaMU nporokosa AML-BFM 2004.

OneHKY TOKCUYHOCTH Tepanuy NPOBOAUJIN B COOTBETCTBUHU C OOLMMU TEPMUHOJIOTUYECKU-
MU KPpUTEPUSIMU JJIs HeXKeJlaTe/IbHbIX siBJleHUui HanjnonanbHoro nHctuTyTa paka CIIA (National
Cancer Institute Common Terminology Criteria for Adverse Events - NCI-CTCAE) [5]. Bce fanHble
NOJIy4eHbl U3 MEJUIIMHCKUX KapT M BKJIOYAJIU CJeAyoLy0 MHPOpMalMio: AUarHo3, BO3pacr,
6JI0K Tepanuy, JJabopaTOpHble UHAMKATOPbl HEPPOTOKCUYHOCTU (MOYEBUHA, KPeaTUHUH Chbl-
BOPOTKH, KJIMPEHC KpeaTUHHWHA); reMaTOTOKCUYHOCTU (OUIMpYOrH, TpaHCAaMUHAa3bl, Lie/04YHas
docdaTasa, 061t OesloK, aIbOYMUH ); U3MeHeHus 3jekTpoanToB (Ca, Mg, K, Na), amusiassl, koa-
ryJ10J10ru4ecKkass TOKCUMYHOCTb U reMaTOoJIOTHYecKre N0Ka3aTes M KPOBH, KJIMHUYeCKHe posiBJIe-
HUSA — TOKCUYHOCTb OLeHMBaJIaCh CO CTOPOHBI KOXKH, CJIN3UCTBIX, HEPBHOM, KapAyo-, AbIXaTeb-
HOM, TaCTPOUHTECTHHAJIbHON CUCTEM, IPOSIBJIEHUN MeTab0/IMYeCKUX HapyLIeHU .

CraTtucTuyeckass 06paboTKa JaHHBIX IPOBOAUJIACH C UCIIOJb30BaHWEM NPOrPaMMHOro obe-
CrieyeHUs JIJ1 CTaTUCTUYeCKOoro aHam3a. O1ieHKy mapaMeTpoB IPOBOAUJIY C IOMOLIbIO CPaBHEHUS
CpeJlHUX BeJIMYMH C IpMMeHeHueM t-KpuTepus CTbrofieHTa. HemapameTpryeckye JjaHHble CpaBHU-
BaJIU C TOMOLIBIO TabJINL, CONPSKEHHOCTHU IPU3HAKOB 110 KpuTepHio x2 [Tupcona. [Ipu cpaBHUTE -
HOM aHaJIh3e Pa3HUIY MeX/ly pyInaMy CYUTaIN CTaTUCTUYECKU 3HauuMou npu p <0,05.

Pe3zyabmamul. B ucciegoBaHue 661710 BKIOYEHO 46 nanueHToB. [Ipu pacnpesiesienuu geten ¢
OMJI o Bospacty rpynna fieted ctapuie 10 sieT 6b110 npeobJiafatoieit 1 cocraBuaa 43,5% (20),
BO3pacTHas rpynmna ot 1 roga fjo 3 jieT 4 oT 4 710 9 J1eT oKka3aJuCh OYTHU OAMHAKOBBIMU MO YHUC-
JIEHHOCTH, coCcTaBUB 26,1% (12) u 24% (11), neteii go 1 roga 66110 Tpoe U cocTaBuu 6,5%.

B cTpykType Mopdosiornueckux BapuanToB M1 BapuaHT umenu 21,7% (10) geteir, M2 u M7
BapuaHT umesiy no 19,5% (9) nauuenTos, y 13 getelt (28,3%) 6b11 M3 BapHuaHT, JBOUM JIeTAM
(4,3%) xoHCcTaTUpOBaH HeAUbPepeHIUPOBAHHBIN BApHUAHT U 110 OHOMY pebeHKy umenu M4, M5
1 M56 BapHaHThI.

B rpynny crtaHAapTHOIrO pycKa ObLIM BKJOYeHbl 14 MalMeHTOB, B IPYINy BBICOKOTO — 32
nalMeHTa.

WHAyKIIMOHHBIE 3Tallbl TePaUU XapaKTepHU30BaIUCh MAaKCUMaJbHON 4aCTOTOM U CTENEHbIO
TAXKECTH OCJIOKHEHUH, 3aTparuBaBLIMX MHOXECTBO CUCTEM OpraHusMa. JJOMMHUPYIOLMMHU KU3-
HeyTrpoXKaloUMMU NPOSABJEHUSAMU ObLIN: TsKesasd MUesiocynpeccus (3-4 cTeneHb), OTMeyeHa y
82.6% mnanueHToB (n=38) B nepBOM UHAYKIIMOHHOM 0JI0Ke, Tabsauna 1.

Ta6sinua 1. Yactora Tsxesnoi (I1I-1V crenenu no NCI-CTCAE) TokcruuHOCTH 110 6J10KaM

Tepanuu

Buj TOKCMYHOCTH Uaayknua | | Unayknus Il | Konconupganus | UHTeHcupuKanus

(n=46) (n=32) I (n=31) (n=31)

n % n % n % n %
'eMaToJiOrMYecKas 38 |82.6 32 100 |25 80.6 26 83.29
HudekiyuonHble ociokHeHuss |38  [82.8 32 100 |21 67.7 23 74.2
['acTporHTEeCTUHAIbHAs 26 |56.5 9 28.1 |5 16.1 5 16.1
KoarynonaTusi 24 |52.1 8 25.0 |4 12.9 3 9.7
['enaTOTOKCUYHOCTh 2 4.3 3 9.4 3 9.7 3 9.7
HedpoTokcuyHOCTH 3 6.5 2 6.3 1 3.2 1 3.2
HelpoTOKCUYHOCTh 2 4.3 5 15.6 |3 9.7 4 12.9
KapauoTOKCUUHOCTD 1 2.2 1 3.1 2 6.5 2 6.5
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Bo BTopoM 6Ji0Ke reMaToJioTUYeCKasi TOKCUYHOCTb 3-4 cTeneHu pasBuJach y 100% na-
nueHToB (n=32). UHpekMoHHbIE OC/l0XXHeHUd (3-4 cTeneHb): pa3Buauch y 82.8% nayuen-
ToB (n=38) B nepBoM 6Js10ke Uy 100% (n=32) Bo BTOpPOM, YTO HANPSIMYI KOPPEJIUPOBAJIO C
ryouHoi Mmuesnocynpeccuu (p<0,01).

Hapsay ¢ 3TuM, oTMedeHbl raCTPOUHTECTHHAJIbHbIE OCTI0XKHEeHUSA 3-4 cTeneHU (Tsxe-
JIbI MYKO3MUT, iMapesi, TOLIHOTA), KOTOpble 3aperucTpUupoBaHbl y 56,5% nanyeHTOB B IepBOA
MHAYKIMU. TakKe 3TOT MepHOo/, XapaKTepu30BaJICs BbICOKOM 4aCTOTOW renaTOTOKCUYHOCTH
(nposiBneHud 2 ctenenu y 47,8% nanueHTOB) U KoaryJonaTuiecKux HapylueHU# 3-4 cTeneHu
(52,1% nauueHTOB). Bcs COBOKYNHOCTB OCJI0XKHEHUN 00yCJ1aB/IMBa/ia BBICOKYIO IOTPEOHOCTD
B CONPOBOJUTEJNbHOU reMOTPaHCPY3UU: B CPeIHEM HA OJHOTO MallMeHTa B X0/ie NepBOW UH-
AyKUUU npuxoguaoch 11 tpancdy3uit aputpoyuTapHoi Maccel U 17,1 TpaHcdy3uii TpoM6b0-
LUTAPHOW MaCCHI.

Ha nocsenyromux sTanax JiedueHUsI Npopuib TOKCUYHOCTU HECKOJbKO U3MeHMJcs. [e-
MaToJIOTU4YecKass TOKCUYHOCTh 3-4 CTemeHW OocCTaBajach JOMUHHUPYIOILEH, 3aTparuBas OT
77,5% 5o 89,9% nanMeHTOB Ha pa3HbIX 6J10Kax. YacToTa TsKeNbIX MHPEKIIMOHHBIX OCJI0XKHe-
HUH TaK»Ke ocTaBaJsiachb BBICOKOH, cocTaBJsifad 67,7% Ha 6y10ke «KoHconnpganuda 1» u 74.1% Ha
6/10ke «MHTeHcuduKanua». OLHAKO 4aCTOTA TsXKeJbIX FaCTPOUHTECTUHAIbHBIX U KoaryJomna-
TUYECKHUX HapyIIEeHUN 3aMeTHO CHU3WJIACh N0 cpaBHeHUIO ¢ UHAYyKuuen (p<0,05). [Ipu aTom
OpraHHas TOKCHYHOCTb, B YaCTHOCTH renaTOTOKCUYHOCTb 2-3 CTelNeHH, NPOoJoJKala peru-
CTPUPOBATHCA Y 3HAYUTEJNbHOU YaCTH NALlMEHTOB, HO PEIKO JOCTUrasla XKU3HeyTrpoXKarLux
CTelleHeu.

B npoTHBONOJI0KHOCTh UHTEHCUBHBIM dasaM, ITall NoJAepKUBAIOLel Tepanuu Mpo/je-
MOHCTPUPOBaJ yIipaBJ/isieMbl{ U B 11eJIOM 6J1aronpusaTHbIN Npoduab 6e3omnacHocTr. OcioxHe-
HUH 3-4 cTeneHU He ObL10. [eMaToIOrMYecKass TOKCHYHOCTb NPOSBJIAJACh IPEUMYLeCTBEH-
HO 1-11 (67,9%) u 2-i1 (32,1%) cTeneHsAMHU, YTO He TPeb6OBAJIO UHTEHCUBHOU TPaHCPY3MOHHOU
noAJep>XKU. /lpyrve BU/bl TOKCUYHOCTH, BKJIlOYas remnaTto-, Hegppo- U KapJMUOTOKCUYHOCTb,
TaK)Xe B OCHOBHOM He IIpeBbIIlIaJHu 1-2 CTeleHb TSXKeCTH.

O6cyxcdeHue. TlonydyeHHbIE B X0Zie HALETO UCCAeL0BaHUSA JaHHbIE IeMOHCTPUPYIOT, YTO
coBpeMeHHad nporpamMmHas tepanusa OMJl y neteu no nporokosy AML-BFM 2004, HecmoTp#
Ha CBOIO BBICOKYI0 3G PEeKTUBHOCTbD, CONPsKEHA CO 3HAYMTEbHBIM PUCKOM Pa3BUTUSA NOJHUOP-
raHHOW TOKCUYHOCTU. Hanbosiee KpUTUYECKUM NMEPUOJOM ABJAATCA UHAYKLIMOHHBIE 3Talbl,
YTO COIJIacyeTcs C JJaHHBIMU JPYTUX MeX/AyHapOHbIX UCCIe/J0BaTeJlbCKUX rpyni [6]. B aToT
nepuo/, MpaKTUYeCKU BCe MALUeHThl CTAJKUBAIOTCA C TAXKeJO0H, )KU3HEYTPOoXKalollell MueJso-
cynpeccrey U, Kak cje[CTBUe, NHPEKLIMOHHBIMU OCJ0XXKHEHUAMU 3-4 cTeneHU. BoisiBieHHas
4acToTa TsKeJol GpeOpUIbHON HEUTPONIEHUH B UHAYKIUY, ocTUrarouas 82.8%, conoctaBu-
Ma C JaHHbIMH, NyOJIMKyeMbIMU HeMellKoU rpynnoit BFM, koTopas coob1aeT o cX0KuX MoKa-
3aTeJfIX AJid JAHHOTO IPOTOKOJIa [6].

KsitoueBol 0COOGEHHOCTBIO Halllel paboThI SABJISIETCA AeTa/lbHas KOJMYeCTBEHHAs Ol|€H-
Ka He TOJIbKO reMaToJIOTMYeCKOM, HO U OPraHHOM TOKCUYHOCTHU. BpicOKas yacToTa TaKeJIbIX
racTpOMHTECTUHAJIbHBIX 0CJI0KHEHUH (56.5%) u koarysnonatuii (52.1%) B nepBoil UHAYKIUH,
BEPOSTHO, CBSAI3aHa C KYMYJIATUBHBIM 3 PeKTOM BbICOKHX [103 IUTapabrHa U aHTPALMKIMHOB
[7]. 3Tu nudpbl UMEIOT NPsAMOe KJIMHUYECKOe 3HaUeHHe: OHU N10YePKHUBAOT HEOOXOAMMOCTh
CONMPOBOJAUTEJNBLHON Tepanuy, BKJAKYAWIEX He TOJbKO TPaHCHY3UOHHYIO NMOJAEPKKY U aH-
TUMHUKPOOHYI0 MPOPUIAKTUKY, HO U arPeCCUBHYI0 HYTPUTUBHYIO NOAJIEPKKY U MEHEXKMEHT
MYKO3UTOB C IEpBOro AHA Tepanuu. HabiogaeMasa HaMu MHAMUKa CHUXKEHHUS TAXKeCTU TOK-
CUYEeCKUX POsIBJIEHWH Ha 3TanaxX KOHCOJIUAALMHU U, B OCOOEHHOCTH, N0 Jep>KUBaOILel Tepa-
WU, ABJSETCA 0XKU/AAeMOM U OTpaXkaeT MEeHbLIYI0 MHTEHCUBHOCTb JJAHHBIX KYPCOB.

PeTpocneKTUBHBIN XapaKTep U OTHOCUTEJIbHO HeboJbllasg BbIOOpPKA NalMeHTOB He IO-
3BOJISIET JieJlaTh IJ1I00aJbHble BBIBO/BI UJIH BBIABJATH PeJKUe BHU/Abl TOKCUYHOCTU. MbI na-
HUPYeM NpPOJOJ/DKUTbL PaboTy B paMKax HaydHO-TEXHUYECKOro npoekTa. LleHHOCTb Halew
paboThl 3aK/0YaeTCs B IeTaJIbHON XapaKTepPUCTHKe TOKCUYHOCTH MPOTOKOJBbHOIO JIeUeHUs
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B YCJIOBUSAX peaJIbHOM KJMHUYECKOW NMPAKTUKU KOHKPETHOrO peruoHa. JTH JaHHble MOTYT
CJIY>KUTb OTIIPABHOM TOYKOM [J1s1 ay/IUTa MPOTOKOJIOB CONPOBOJUTEJNbHOU Tepanuu U MJaHU-
pOBaHUA pecypcoB CTallMOHapa.

Pe3ynbTaThl uccej0BaHUSA NOAYEPKUBAIOT aKTyaJlbHOCTb OMCKA NyTel nepcoHuPpukKa-
UM JedeHus. Kak oTMevaeTcs B JUTepaType, U3ydyeHHe papMaKOreHeTHYeCKUX MapKepoB
MOXeT B OyAylieM N03BOJWTb NPOrHO3UPOBATb PUCK PAa3BUTHUA TAXKeJOU TOKCUYHOCTH U
3apaHee aJlalTUPOBATh CONPOBOAMTENBbHYIO TEPANUIO UJIH JaXKe peKUMbl XUMUOTEpPaNUu y
HauboJiee yI3BUMbIX NALlUEHTOB [8].

Bobigodwt. Ilpotokon AML-BFM 2004 xapakTepusyeTcs NpejcKa3yeMblM, HO BBICOKHUM
npoduieM TOKCUYHOCTH, MUK KOTOPOW NMPUXOAUTCA Ha UHAYKLUOHHBIe (a3bl JedyeHus. Jlo-
MUHUPYIOLUIMMH OCJO0XKHEHUSIMU SIBJSIOTCSA reMaToJIoThYecKass TOKCUYHOCTb 3-4 CTeleHU
U TsoKesible UHQeKUUU. /JleTalbHbIM aHa/IM3 TOKCUYHOCTH Ha KaXk[OM 3Tale Tepalnuu Noj-
TBepX/aeT BAXXHOCTb a/IeKBaTHOU CONPOBOMTE/IbHOW TepanuH JJisl yCIelHOr0 NpoBeeHUs
BCEro Kypca JieueHHUsl.

JlanbHellIMe Mccaef0BaHUA [ODKHBI ObITh HalpaBJieHbl HA MOUCK MPEJAUKTOPOB TOK-
CUYHOCTHU /151 CTpaTUUKALMU TALUEeHTOB U UHAWBUAYa/IN3aLUH1 JiedeOHbIX N0AX0/0B.
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IUTOPEAYKTUBHBIE ONNEPALIMU U TUIIEPTEPMUYECKAA
XUMUOIEP®Y3UA Y JETEN

OI'BY «HMUL AI'OU um. Imutpus PoraueBa» Munsgpasa Poccuy, r. MockBa, Poccus

AxkmyaabHocmb. JlucCeMUHUPOBAHHbBIN ONyX0Je€BbIM NMPOLeCcC B OPIOIIHON U IJIeBpaJb-
HOUM MOJIOCTSAX NMPU 3JI0KAaYeCTBEHHbIX HOBOOOPA30BAHUSX SABJISIETCSA HeOJAronpUsTHBIM
IPOTHOCTHUYECKUM PaKTOPOM, CYIeCTBEHHO YXY/IIAIIUM UCX0/ OCHOBHOI'O 3a00JieBaHUA
[1]. Bo B3pocC/Ooli OHKOJIOTUYECKOW NpAKTHKe XOPOIIO 3apeKoMeHJoBaJjla cebsl TAaKTHKa,
coyeTawuiasg QUTOPeAYKTUBHOE XUPYpPruieckoe BMeLIaTeJbCTBO C MOCJAeAyIoleld runep-
TEPMHUYECKON UHTpanepUuTOHeaJlbHOU UJIW UHTpaTopakajbHoU xumMuonepoysuein (HIPEC/
HITOC) - kak a¢ppeKTUBHBIN NOAXO0/ K JIOKAJIbHOMY KOHTPOJIIO PU KaHIepoMaTo3e U cap-
KOMaToO3e OPIIIMHBI U IJIeBpHI [2]. B mocieaHue rofbl 3TOT MeTOJ, YBEPEHHO BHepseTCsA
B KJIMHUYECKYI0 MPAKTUKY AeTCKOW OHKOJIOTUU KakK B Poccuy, Tak U 3a pyb6exoM, OTKpbIBas
HOBbIE NIePCINEKTHUBDBI B JIEYeHUHU TSKEJIbIX, paHee CYMTABIIUXCA HeonepabeqbHbIMU GopM
3abosieBaHu4 [3,4,5].

LJenu u 3adauu. IlpefcTaBUTh M NPOAaHAJU3UPOBATh MepBble pe3yJbTaThbl IPHMEHEHUs
KOMOMHUPOBAaHHOU TaKTUKHU — LUTOPESYKTUBHOTO XMPYPrU4eCcKOro BMellaTeJbCTBa C Moce-
JIyI01llel TUIepTePMUYECKON XUMUoneppy3uen — y leTel ¢ KaHILepOMaTO30M U CAPKOMATO30M
OpPIOLIMHBI U MJIEBPHI, C OLLEHKOM 6e30MacHOCTH, TEXHUYECKOH BBINOJHUMOCTH U KPaTKOCpPOY-
HbIX OHKOJIOTUYEeCKHUX HCXOZ,0B.

Mamepuaswst u memooul. 3a nepuof, ¢ anpess 2021 no aBryct 2025 rr. BbINOJHEHO 23 LU-
TOPeAYKTUBHbIX BMellaTeJbCTBA C MOCJAeAYWIled TUulepTepMUYeCKON XuUMHUonepdysuey,
13 KoTophbiX B 21 (91,3%) caydae BMelaTe/bCTBO BHIMOJIHSJIOCh B OPIOLUIHON MOJIOCTH B 2-X
(8,7%) cnyyasx B rpyaHoH, 3-M (13%) mnanueHTaM Opole[ypa BbIIOJHEHA MOJHOCThIO JaMa-
pockonuyeckuM JoctynoM. CpefHUM BO3pacT MalMeHTOB cocTaBus 147 (22-214) Mecsues,
MeJMaHa Bo3pacTa cocTtaBuja - 168 mecsanes. [Iponeaypa BbINoMHANACh TP CAEAYIOLUX TU-
CTOJIOTMYECKHUX TUIIAX OIyX0JIel: leCMOoNacTu4YecKasi MeJKOKPYIJIOKJeTOYHas onyxoJb (n=6),
DICER-1-acconiuupoBaHHas capkoma (n=3), HeppobsacToma (n=2), aMO6pHUOHa/IbHas pabgoMHu-
ocapkoMa (n=2), cMiHOBUaJibHas1 capkoMa, pabgouaHas onyxosb, BCOR-capkoma, Me3oTesinoma,
HegudPpepeHIUPOBaHHAsA CapKOMa, renaToLe//II0sgpHas KapuuHoMa, HeiubdepeHUPOBaH-
Has 3MOpUOHa/IbHAsA CapKoMa [leyeHH, MUKCOU/IHas IJieoMopdHas JIUIocapKkoMa, HeUpO3H/0-
KpPUHHAas 0NyX0Jib, FepMUHOT€HHO-KJIeTOYHas onyxoJb (n=1).

Pe3yrbmamul. B uccnenyemoii rpymne 3-e (13%) yMepJiv OT Iporpeccuyd 0CHOBHOTO 3a60-
sneBaHud, 1 (4%) nayueHT yMep B paHHEM I0CJeONePallMOHHOM MePUOJie OT XUPYPrudecKux
OCJIOXKHeHUH, y Tpoux AeTel (13%) oTMedaeTcsa nporpeccus/penyuiuB OCHOBHOIO 3aboJieBa-
HUS, ocTaJibHbIe 16 (69%) nalnMeHTOB HAXOAATCS B PEMUCCUU WU TPOA0JKAIOT MPOTOKOJILHOE
JleyeHue.

Y 10 (43%) manuMeHTOB OTMeYaJIUCh MOC/eonepalMOHHbIE OCJ0XKHEHHS, U3 KOTOPbIX 5
(21%) - xupypruueckue, 4 (17,3%) - undpexkunonHoro reHesa u 1 (4,3%) - Tokcruyeckue.

Buigodel. 'uneprepMuyeckass xuMuonepdysus, paccMaTpuBaeMasi Kak MU30JMPOBAHHBIN
MeTO/i JIOKaJIbHOTO KOHTPOJISI ONYyXO0JIEBOTO MpOIecca, MPOoJeMOHCTpUpOBala NpHeMJIeMbId
npoduib 6e30NaCHOCTU B JIETCKOW NMPAKTUKE U COMPOBOXK/JAETCA MUHUMAJIbHOW CUCTEMHOU
TOKCUYHOCTBIO. [loziaBistoliee 60JIbIIMHCTBO OCJI0XKHEHUH 0OYC/I0BJIEHO HE CaMOU MpoLeay-
poii nepdy3uH, a CTeNeHblo pacCIPOCTPAaHEHHOCTH 3a60/1€BaHUs U CI0’)KHOCTBIO BbITIOJTHEHHOI'O
LMTOPEeyKTUBHOTO BMellaTeJbCTBa. JlJis JOCTOBEPHOM OLleHKU OHKOJIOTMYeCKOM 3 PpeKTUB-
HOCTU MeTO/ia — BJUSAHUSA Ha BbDKUBAE€MOCTb, YaCTOTY PEeLiUUBOB U JJIMTEJbHOCTb PEMUCCUHU
- He06X0/JMMbI pacluIMpeHre BbIOOPKU MallMeHTOB U POJ0/KUTE/IbHOE KaTaMHeCTHYeCcKoe Ha-
GJII0eHHE.
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KYAHBIII C.E., BEPIMUAPOBAI'.C., HYP?KAHOBA H.b., YPCTEMOBA K.K., AJYOBATT,
OPIABAEB IIL.B., ALIUPBEAH K.C., MYCTATTIAEBA H.M., CA/IbIKOBA A.X.

MOYEHOYHO-TYBY/IAPHBIN ALIU/103 Il TUIIA Y HOBOPOXKJIEHHOT0. TAKTUKA
BEJAEHHUA

Hay4Hbii neHTp nepguatpuu U getckor xupypruu M3 PK, r. Anmartsl, Kazaxctan
KazaxcTaHckuil MeJUIITMHCKUIM YHUBEPCUTET «Bbiciias 1Ko/1a 061eCTBEHHOT 0
3/lpaBoOOXpaHeHus», I. Anmartsl, KazaxctaH
Kazaxckuil HallMOHa/IbHBIN MeJULIMHCKUM YHUBEPCUTET UM. AcheHIUAPOBa,
r. Anmarsl, Kasaxcran

AxkmyaavHocmo. [loueuHo-TyoynsapHbId anuao3 2 tuna ([1TA I1) npencraBaisieT cob6oit Hapy-
meH"e QYHKIMH NPOKCUMaJIbHbIX KaHa/IblieB HeppOHa, IPU KOTOPOM CHMXKaeTcs peabcopOuus
61KapOOHATOB, HECMOTPS Ha COXPaHEHHYIO CEKpPelMI0 MOHOB BOJIOPO/ia B UCTAJIbHBIX OT/ies1ax.
[1] 3To cocTosiHUE TPUBOJAUT K Pa3BUTHIO MeTab0JIMYECKOT0 aliK/j03a C HOPMaJIbHOM aHUOHHOM
pa3HuLel. Y HOBOPOX/JEHHBIX 3ab0JieBaHKe BCTpPeYaeTCsl peiKo, OZJHAKO ero nocjie/iCTBUS MO-
I'YT OBbITh CEPbE3HBIMU: 3a/iepkKa GU3NIECKOTO U HEUPOIICUXUYECKOT0 Pa3BUTHS, HapylleHHe
3JIEKTPOJIMTHOTO 6asiaHca, Aeruaparanus.[2] K coxkaneHuo, He yai0Ch ONpeAeJUTb KOHKPET-
Hy10 LMpy pacnpoCTPaHEHHOCTH B HaZeXHbIX MyOJUKALUAX NOYeYHO-TyOy/IAPHOI0 alu03a
2 TUIA y HOBOPOX/IEHHBIX, B CUJIy OTCYTCTBUA AUAarHOCTUKU. KiMHHUYeckass CMMOTOMaTHUKa y
HOBOPOX/IEHHbBIX HecieUPHUYHA U MOXKET ObITh OLIMO0YHO UHTEPIPETUPOBAHA KaK MposiBJIe-
HUe MHPEKIMOHHOTO, METAab0JIMYeCKOr0 UK TepUHATaIbHOTO0 3a60/1eBaHuUs. 3]

B cBfI3u ¢ 3TUM aKTya/Ju3UpPyeTCs BONPOC CBOEBPEMEHHOU JMarHOCTUKU M Ha3HayeHHUs
afiekBaTHoU Tepanuu npu [ITA Il Tuna. Hactosmas paboTa nocssieHa KJIMHUYECKOMY pa3bopy
OJIHOT'0 U3 TAaKHUX CJy4daeB. PaHHee BbIsBJIeHHe U CBOeBpeMeHHoe HadaJso JyiedeHud [ITA II mo-

93



3BOJISIET CTAOMJIN3UPOBATh KMCJIOTHO-1eJI0YHON U BOJAHO-3/IEKTPOJUTHBIN GasaHC, YIy4IIUTh
HYTPUTHUBHBIN CTaTyC pebéHKa U NpefynpeJUTb OTCTaBaHHe B pa3BUTUU. [loaToMy noBbIle-
HUe HAaCTOPOXXeHHOCTH CpeJid HEOHATOJIOI'0OB, eJUaTPOB U IeTCKUX aHEeCTe3U0JI0TOB-peaHuMa-
TOJIOTOB B OTHOILEHWUH JJaHHOTO COCTOSAHUSA SIBJISIETCA KpallHe aKTya/IbHbIM U 000CHOBAHHBIM.

LJesnv uccaedosarus. [10BbICUTH YPOBEHb KJIMHUYECKOW HAaCTOPOXXEHHOCTHU Bpavyel K Ipo-
SIBJIEHUSIM NIOYEYHO-TyOY/IAPHOTO aly/i03a 2 TUNIA Y HOBOPOXKAEHHBIX TyTEM ONMUCAHUA XapaK-
TEPHOW KJIMHUYECKOW KapTHUHBI, IMarHOCTUYECKUX NOJX0/,0B U pe3y/bTaTOB Tepaluu Ha Mpu-
Mepe KOHKpPeTHOr0 CJy4asl.

Mamepuasut u memodol. [IpoBe/ieH aHa/IU3 KJIUHAYECKOT0 C1y4Yast HOBOPOXK/JAEHHOTO NaLU-
€HTa, HaXO/JUBLIErocs Ha JIeUeHUU B OT/ieJIEHUHU aHeCTe3W0JIOTUU U peaHUMaLlui HOBOPOXK/EH-
HbIX Hay4yHOTrO LleHTpa nefuaTpuu U A,eTCKOW XUpypruu. [lanueHTy 6611 IpOBe/ieH BeCh CIEKTP
6MOXMMHUYECKHX aHA/IM30B KPOBH, OOIIMK aHA/IM3 KPOBU U MOYH, KUCJIOTHO-1IeJI0YHOe UCCIle-
JloBaHUe. KoMIJIeKCHOe y/IbTpa3ByKOBOE UCC/IeJl0BaHUEe OPTaHOB OPIOIIHOM MOJ0CTH U MaJsIoro
Ta3a, HelpocoHorpadus. KoHcysbTanuu Hedpposiora, reHeTUKa U raCTPOIHTEPOJIOTA.

Pe3ynbemameul uccaedosanusi. HoBopoxeHHas JleBo4YKa Obljla TOCIUTAIM3UPOBaHa B IEHTP
B 3KCTPEHHOM NOPsAAKe C JUAarHO30M aTpe3us NULeBo/a C HUXKHUM TPaxeolUIleBOJHbIM CBU-
oM. Bec npu poxaenuu 3200 rp, no mkase Anrap 7/8 6annos. [locsie npoBeeHHOH npeione-
palMOHHOM NOATr0TOBKH, ObL/Ia MPOBe/leHa onepanus 330¢dparoszodparoaHacToMo3 U ylIMBaHUE
TpaxeoMMUILeBOAHOr0 CBUILA HAa 2 CYTKH U3HU. Ha 6 cyTKM mayueHTKa Obljla 9KCTYyOUpPOBaHa,
HO KJIMHUKA JIBYyCTOPOHHE! MHEBMOHUHU U JIbIXaTeJbHOM HEJ0OCTaTOYHOCTH 2 CTENIeHU yJlePKU-
Basiach. Ha 7 cyTku 6blJ10 HAYaTO KOPMJIeHHE B TPOPHUYECKOM peXUME C MOCAeAYIOIUM pacIliu-
penueM. Ha 10 cyTKM HecMOTps Ha NapeHTepaJbHYI0 AOTALUI0 B 06 beMe pU3U0I0THIECKOU
NOTPeOHOCTH MO Ka/JIOPAXKy Y S9HTEPAJIbHYIO0 JOTALMIO, TALlMEHT PO/ 0JIKaJl CTOSATh B Bece, KO-
Topbli cocTaBu 3320 rpaMM. B nuHaMuke Ha $oHe paclIMpeHUsI SHTEPAJIbHOTO KOPMJIEHUSA Y
JleBOUYKH Y,epKMBaJIach BAJOCTb, KOPMJIEHHE CONIPOBOX/1a/10Ch KIMHUKOM PBOTHI, CHUXKEHHEM
Macchl Tesla. COCTOSIHUE € POXKEHUsl XapaKTepu30BaJOoCh HECTAOUJIbHON TepMoperyJ/siyen,
BbIpAKEHHOM MbILIEYHOU TMIIOTOHUEN, STU30[aMU PE3KOU Aeru/ipaTandu B BUze CyXOCTH CJIU-
3UCTBIX, KO)KHBIX IOKPOBOB, 3alla/ieH’e poJHMYKa Ha poHe HHPY3MOHHOH Tepanuu. [lo HeBpo-
JIOTUYECKOMY CTaTyCy INpeBaJUpOBajo 00llee YTHETEHHE, 3aTOPMOXKEHHOCTD. [lanjueHT moJy-
YWJI BECh KypC JieYeHUs N0 MOBOAY NepPUHATAJbHOW FMIIOKCUH, OJJHAKO IPOBOJAMUMAs Tepanus
He NpHBeJa K yIy4lIeHUI0 cocTosiHUsA. OTMedaioch YacToe ModeuciyckaHue o 12-15 pa3 3a
CyTKMU. B aHasn3e KpoBU CTOMKO yJepKUBasicsa MeTabosndeckui auuzos (pH 7,25), co cHuxe-
HHUEM KOHILIeHTpaluuu 6ukap6oHaToB (0 14 MMOJib/J1), IPU 3TOM HOPMaJlbHbII YPOBEHb aHU-
OHHOW pa3HHUIb], TUIIOKAJIMEeMHUs KOTOpasi NOCTOSAHHO TpeboBasu JoTanuu. Moda uMmesna 1e-
Jounywo peakyuio (pH 7,0), HecMoTps Ha Hanuvue auujo3a. OTHOCUTE/IbHAS JIOTHOCTh MOYM
BCerJia oCTaBajacb CHWXKEHHOU. B aHasu3e Mouyu Bcerga onpefessjiuch 6UKapOooHAThl. Ypo-
BeHb KpeaTHUHHWHA U MOYEBHUHBI yJleP>KUBAJIMCh B IIpe/ieiax HOPMbL. YIbTpa3ByKoBasg KapTHUHA
06eux noyek 6e3 BbIpaKeHHbIX MOp¢o10ornyecKkux usMmeHeHUun. OTMevaeTcs Jierkoe noBbI-
LIeHHUe 3XOTeHHOCTH KOPKOBOI0 CJ10S U He3HAYHMTe/IbHOe CHH)KeHHe KOPTUKO-MeAy/LIAp-
HOU A depeHMALMH, YTO MOXKET COOTBETCTBOBAaTh META60/IMYECKUM HApPyLIEeHUAM NPHU
NPOKCUMAJIBHOM TYOYy/IIpHOM anujo3e. [[pusHakoB HeppoKaIbLUHO3a, OGCTPYKIUHA MO-
YeBbIX NyTell U KOHKPEMEHTOB He BbIABJIEHO. [lallueHT N0CTOSIHHO TpeboBaJ J0TalluU Kalus
B IporpaMMe UHQY3UOHHOU Tepanuu. [locse BbIICHEHUS aHaMHe3a, KJIMHUKO-/1ab0paTOPHbIX
M3MeHEeHHUH, NalUeHT OblJ KOHCYJIbTUPOBAaH HePpoJsoroM, reHeTUKOM. KyitoueBbIM MOMEHTOM
B JIeYEHUH SIBJISIETCS PAaHHASA KOPpPEeKIUs alju/i03a U 3JIeKTPOJIUTHBIX HapyLIeHUH, YTO M03BO-
JigeT u3bexaTb HebJIaronpusTHBIX NOCAeCTBUM /I pOCTa U HEMPOIICUXUYECKOTO Pa3BUTHUSA
pe6éHka. B mporpaMMe UHTEHCMBHOM TepalyU NaLlMEHT MoJiy4aJsl Olle/adyMBalolly0 Tepanuio
(bukap6oHaT HaTpus no Jepuuuty B o6beMe 30-40 M 3a cyTkHu 3% pacTBopa), nepopasibHas
peruzapaTtanys, KOHTPOJb U KOPPEKLUSA 3JIEKTPOJUTHOIO COCTaBa KPOBU U IMHAMUYECKOT0 Ha-
6/11071eHus 3a PU3UUEeCKUM pa3BUTHEM. Yepe3 NATh AHEH y naeHTa HOpMaJIu30BaJCcsa KUC/IOT-
Ho-1les104HOM cTaTyc (pH-7.35-7.38, HCO3- 22-25 mMmoub /1, BE=- 2). Ha ¢poHe 3amecTuTeIbHOU
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Tepanuy 6MKapbOHATOM HAaTpHUs MOKa3aTesu 001 ero aHajJn3a MO4YM TaKKe JOLJIU 10 HOPMBI,
yPOBeHb KaJ/lvd B J1a3Me CTabUIM3UpOoBasicsd Ha GU3U0J0TUIECKUX YPOBHAX (3,4-5,3 MMoJb/ ).
[TokazaTesin BogHOrO GasaHca MalMeHTa, TYProp 1 3J1aCTU4HOCTb KOXKHbIX IOKPOBOB U CJIM3HU-
CTbIX HOpMaJu30Baiuch. Oblee caMO4yBCTBYE MaljMeHTa YAy4YllnWJ0Ch, MMTaHUE C pacliupe-
HUEM, HayaJl yCBauBaThb M NPUOaBJIATH B Bece, Ha 20 JleHb )XU3HU Bec nanueHTa coctaBuia 3700
rpaMM. B npejcTaB/ieHHOM CUTyalUu CBOeBpeMeHHOe HadaJlo Tepalnuu NMpPUBeJo K ObICTPOU
CTabU/IM3alMU CaMO4YyBCTBUSA NauueHTa. COCTOssHUe MalMeHTa NPU BBIIUCKE — YA0BJETBOPU-
TeJibHOe. [IporHo3 npu co6/110jeHUH Tepanuu — baronpusaTHbIdA. Heob6xoquM JUHaMUYeCKUI
KOHTPOJIb U JIJIMTEJIbHOE HabJII0/leH1e.

J1a panbHeled BepudUKaLUM JUarH03a, NaldeHT OblJI HallpaBJeH Ha MeIUKO-TeHeTH-
YyeCcKoe KOHCYJIbTUPOBaHUe, JIJ1s1 IPOXOXK/AeHUs TeHeTUUeCKO IMarHoCcTUKHU. [Ipu nepeBojie na-
LJUEHTY ObIIM JaHbl TaKMe PEKOMEeHAAlUH, TaKhe KaK NPOJOKUTh IPyAHOe BCKapMJ/IMBaHUe,
KOHTPOJIb 32 BECOBOM MPUOABKOW M KOJIMYECTBOM Mo4YeHrclycKaHus. [Ipy HapacTaHUU KJIUMHU-
KU B BU/Jle €1ab0CTH, pBOTHI U 06€3BOXKMBAHHUSA, HAYaTh OTauBaHWe 6MKapOOHATOM HATpPUS B
Jlo3e 12 MMoJib/Kr/cyT, pa3zie/iuB Ha 3 npueMma, AJis NoJep>KaHusi MeTaboJu4ecKoro crarTyca,
10Ji KOHTpOJIeM Bpayda. PacTBop BBOAUTH Me/jJIEHHO, MeX/ly KOpMJIeHUsIMU. Jl03MpOBKa J10/PKHA
KOpperupoBaThcs Mo pe3ysabTaTaM 6uoxuMudeckux aHanusoB (pH, HCO3™, asnekTpoauTtsi). Ia-
LIMEeHTY JlaHHas N0 Jep>KUBalolasl Tepanus peKoMeH/J0BaHa 10 NOoJy4YeHH s pe3y/bTaTOB reHe-
THUYEeCKOT0 aHaI13a.

JlaHHBIN ciy4yail moAYEpPKUBAET BAaXKHOCTh 06cie/joBaHuda nanueHTa Ha [ITA Il Tuna npu
Ha/IMYMU NepCUCTUPYIOLIEro alii/j03a HesICHOM 3TU0JIOTUX y HOBOPOXKIEHHBIX. [loBbILIIEHME Ha-
CTOPOKEHHOCTH CO CTOPOHbI HEOHATOJIOOB U PEAHMMATOJIOT0B MOXKeT CY1LLeCTBEHHO MOBJIUATD
Ha Ucx0/1 3a60JieBaHUS U KaUeCTBO XXU3HU pebEHKa B OyayiieM. TakuM o6pa3oM, 1abopaTopHOe
ucciaegoBanue: KIIC, a/1eKTpoIUThI, KpeaTUHUH U MOYEeBUHA, 001U aHaiu3 MouM (pH, oTHO-
CUTeJIbHas JIOTHOCTb, HaJIMYKe 6MKapboHaTa), yJIbTpa3ByKOBOe UCC/Ie/Jl0BaHUE N10YEK, a TAKXKe
KJIMHMKA B BU/Jje TIJIOXOU PpUOABKU Beca, 0011lero yrHeTeHUsI MEHTaIbHOTO CTaTyca, MbllIeYHas
TUIIOTOHUSA JO/DKHBI HACTOPOXKUTBD Cllel|a/IMCTa Ha NpOoBe/ileHus JONOJIHUTeIbHBIX 00C/1e/10Ba-
HUH /19 BepudUKaL MU IMarHo3a.

Bbigodbl.

1. [loyeyHo-TYOYAApHBIN auuzo03 Il Tua y HOBOPOXKAEHHBIX SBJSETCH PeJKHUM, HO BaX-
HbIM 3a00JiIeBaHHUEM, TPEOYIOIUM MY/JIbTHUAUCIUMIIIMHAPHOIO NOAX0/1a [IJ1s CBOeBpEMEHHOH /U~
arHOCTUKU U Tepanuu. [4]

2. Pannsas npentudukanusa [ITA Il no3BosisieT npeAOTBPAaTUTh Pa3BUTHE CePbE3HBIX OC-
JIOXKHEHU U, BKJII0Yas 3a/leprKKy GU3UUECKOTO U ICUXOMOTOPHOTO pa3BUTHUSA. [5]

3. HeonaTtoJsioru v crenjMaaucTbl OTAEJeHUN peaHMMal i HOBOPOX/AEHHBIX 10/XKHbBI ObITh
BHUMATEJ/IbHbI K CHMIITOMaM MeTab0JIMYeCKOTr0 ali/j03a C HOpMaJIbHOM aHMOHHOU pasHULeN U
mes104HbIM pH Moyn.

4. lloBpllIeHUE KJIMHUYECKOU HACTOPOXKEHHOCTH U TPaMOTHOe BeJieHHe nanueHTos ¢ [ITA
Il cmoco6CcTBYeT yayyllleHUI0 NPOrHO3a U KaueCTBa KU3HU JIETEN.

Cnucok aumepamypbl:

1. Rodriguez-Soriano ]. Renal tubular acidosis: the clinical entity. ] Am Soc
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2. Batlle D, Haque SK. Genetic causes and mechanisms of distal renal tubular acidosis. Nephrol
Dial Transplant. 2012;27(10):3691-3704.

3. Kumar S, Yadav A. Proximal renal tubular acidosis in neonates: a diagnostic challenge. Indian ]
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4, Sandler G., Arant B. Renal Tubular Acidosis in Children. Pediatr Clin North Am. 1976;23(3):551-
567.

5. UpToDate - Proximal renal tubular acidosis (Fanconi syndrome). https://www.uptodate.com
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KYJIMATAMBETOB M.E., )KYMA/ZIVJIJIAEB b.M., PO3UEB 1II.A., XAUPOB K.3.,
JIVACEBAEB M.T, KYCAMHOB /I.H., EHCETIGAEB M.T,, MAXHEBA A.®.

JOBPOKAYECTBEHHBIE HOBOOBPA30BAHUA ANYHUKOB Y JEBOYEK
AO «Hay4HbIN LleHTp NejJUaTPUU U JETCKOU XUpyprum», I. Anmarsl, KasaxcraH

AxkmyaabHocmb. [1aToI0rMU IPUJATKOB MaTKHU Y JleBOYEK MPOABJISIOTCA Pa3JIMYHBIMU KU-
CTaMHU SIMYHUKOB U MAaTOYHOU TPyObl, a TaKKe HOBOOOPA30BAaHUAMHU J,00pPOKAYeCTBEHHOTO U
3JI0KQ4eCTBEHHOI'0 XapaKTepa. 3a ocjJeJHUe AeCATUIeTHs, 10 JaHHbIM Pa3JIMYHbIX aBTOPOB,
OTMeuaeTcs TeHJeHIUs yBeJMyeHus 3a060/1eBaeMOCTH U CHUXKeHHe BO3pacTa Y JieBOYeK C HO-
BOOOpa30BaHUSAMHU IMYHUKOB U NpeJCTaBseT 60JIbIION HHTepeC B OHKONeJUaTPUH, AeTCKOU
XUPYPrUM U IOJPOCTKOBOM rMHeKoJioruu [1,2,4].

Y fieBoYeK, 10 CPAaBHEHHIO C B3POCJbIMU OTMeYaeTcsl MeHblllee pa3HO06pa3re rUCTOJIOTU-
YeCKHMX BapUaHTOB HOBOOOpa3oBaHUU. Bce TkaHH, BXOJslIMe B COCTAB SUYHUKOB, MOTYT ObITh
MCTOYHUKOM 00pa30BaHUs OMyXoJied U onmyXoJeBUAHbIX o6pa3oBanuit [1,2,3,5]. BputaHckas
acconyanusa AeTCKUX U NOAPOCTKOBbIX TMHEKOJIOTOB, peKOMeH/lyeT KJacCUPUIIMpPOBaTh BCe
OMYX0JIM SIMYHUKOB Ha MPOCTble U CJ0XKHBIe. [IpocTble 0MyX0/u IMYHUKOB — 3TO OJHOKaMep-
Hble KMCTbI, 3al10JIHEHHBbIE )XU/KOCTbI0, 6€3 Ieperopo0K U COMUIHBIX KOMIIOHEHTOB. C/102KHbIe
OMYXO0JIK MOTYT ObITb MHOTOKaMepPHBIMH, COZlepKaTb TeMOpparuiuecKkuii KOMIOHEHT U COJIUJ-
Hble CTPYKTYpbl. OHY, B CBOIO O04Yepesib, [ieJATCs Ha J0OpoKayeCTBEHHbIE U 3JI0KaueCTBEHHbIe
OIYXOJIU.

K 106pokayecTBEHHBIM CJI0XKHBIM OMYXO0JIIM OTHOCAT 3HAOMETPUOMBI, IepPMOU/IHbIE U Te-
Mopparudeckue KUcThl. K 3710kadyecTBEHHBIM OIYXO0JIIM OTHOCAT JUCT€PMUHOMBI, OIIyX0JIM 3HTO-
JlepMa/IbHOTO CMHYyCa CBSI3aHHbIE C MOBbIIeHHeM -(eTOoNpOoTernHa, 3SMOPHUOHAIbHbIE KapLUHO-
MBI, XOPHOKapLMHOMbI CBSI3aHbl C IOBBILIEHHEM YPOBHS XOPUOHWYECKOT0 'OHA0TpONMHa [1,6].

Cpezau 106poKaYeCTBEHHBIX OMYX0JIEBU/IHBIX 00pa30BaHUU AUYHUKOB Y JileTel npeobJia-
Jlal0T QOJIIMKYISIpHbIE KUCThI U KUCThI )KeJITOr0 TeJ1a, pexe 3HA0MeTPUOMBL ['UcToIornyeckrue
HOJATHUIBI 3NUTENNAJTBbHBIX ONYX0Jiel SUYHUKOB Y JeTel [leBoueK MpeACcTaBJIsA0T cO60M yale
Cepo3Hble, MeHbllle MYLIMHO3HbIe 0nyXoJH [1,3,4,6]. B cTpyKType UCTUHHBIX OMyX0Jiel AUYHU-
KOB Y JleBOY€eK Npe06J1aZjaloT OMYX0JIU 3apo/bILIeBbIX KJ1eTOK. OMyX0Ji1 CTPOMBI I10JI0BOTO TSXKa
cocTaBasAT 5-10% onyxosiel AMYHUKOB Yy OAPOCTKOB [1,5,6].

KiimHudeckoe nposiBjieHMe HOBOOGPAa30BaHUM IMYHUKOB Yy IeBOYEK XapaKTepPU3YyITCA Ma-
JIOCUMIITOMHBIM Te€4eHHEM, U3-3a aHATOMO-(PU3U0JI0THYECKHX 0COOEHHOCTeN OpraH1u3Ma — BbICO-
KOe pacIo/iocKeHUue MaTKU U AMYHHUKOB B OPIOILHOM M0JIOCTH CBSI3aHHbIE C MaJIbIM pa3MepoM Ta3a.
OCHOBHBIMM CUMIITOMaMH HEOCJIO)KHEHHBIX HOBOOOPA30BaHUU IMYHUKOB SIBJISIIOTCS yBeJIMYEHH e
Y najbnupyeMoe o6pa3oBaHre BHU3Y KUBOTA, Pa3JIMYHON UHTEHCHBHOCTH 00JIEBOTO CUH/IPOMa,
HapylleH’e MEHCTPYaJbHOI0 [JMKJIA y CTAPLIUX JleBOYeK, a TaK)Ke HapylleHue QYHKLUU OPraHOB
MaJIoro Tasa NpU 60JIbLIMX pa3Mepax OMyXoJd. Bo3MOXHO, KIMHWYeCKast KAPTUHA OCTPOTO KHU-
BOTa» IPU IepeKpyTe HOXKKU HOBOOOPA30BaHU M IMYHMKA U pa3pblBa KaIlCyJ/Ibl OIyX0JIH, KOTOpbIe
4acTo NMPOSABJISAITCA [IPYU TepaTOMax U KUCTOMaX AMYHUKOB. /lJ1s1 3/10Ka4eCcTBEHHbIX HOBOOOPa30-
BaHUM SIMUHWKA NPOSIBJIEHUE NTEPEKPYTA HOXKKU HEXapaKTepHO Wiu peako [1,3,6].

«30JI0TBIM CTAaHAAPTOM» MEPBUYHON BU3yaJIbHOM JUAarHOCTUKM HOBOOOpPA30BaHUU ANY-
HUKOB siBJseTcsa Y3U u B nocneaywuiem nposegeHrve MPT c KOHTpacTHBIM yCUJIEHHEM, KOTOPOE
CHOCOOCTBYET onpejesieHu0 JUuddepeHIIUPOBKU NAaTOJIOTMH, BOBJIEYEHHOCTh 0O0pa30BaHUM B
IpuJiexalliue opralbl MaJoro Tasa, a TakXKe BaCKyJ/IApy3alii BHYTPH OMYXO0JIU C ONpeJieIeHU-
€M BO3MO>XHOCTH KapTHHBI J0OPOKayYeCTBEHHOr0 MJIM 3JI0Ka4eCTBEHHOTO XapakTepa. OHUM
M3 BaXXHbIX KpUTEpUEB J0OTNEPALMOHHON JUAarHOCTUKHU COJIUAHBIX U KHUCTO3HO-COJIUAHBIX HO-
BOOOpa30BaHUM IMYHUKOB y JIeBOYEK AABJISIOTCA ONpeJiesieHHe cnequpruiecKUX OHKOMapKEPOB
B CbIBOPOTKE KPOBH U OCHOBHBIMH SIBJISIIOTCS — A-PeTONPOTEUH, [3- XOPMOHHUYECKUH TOHAZ0TPO-
nuH u JIAT, a5 BbIsIBJIeHUS TEPMUHOTEHHOKJIETOUHBIX onyxoJeit [1,2,4,5,6].
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Ba)XKHbIM MaJIONHBa3WBHBIM JUAarHOCTUYECKUM 3TAallOM HOBOOOPA30BaHUW AMYHUKOB fIB-
JISIeTCs JIalapOCKOIKS, KOTOpas MOXKeT MaKCMMaJIbHO 06ecliedUuThb 60Jiee leTaJlbHY0 BU3yaslu-
3allMI0, JIOKAJIU3al U1 00pa30BaHUM U BO3MOXHOCTb OLLlEHKH MHTpPAOINepalMOHHOI0 3H/0CKO-
NHAYECKOr0 yJjaJeHUs OMYyXO0JIH.

[71aBHOM 33/1a4ell XUPYypPryuyecKoro je4yeHus JoO6poKaueCTBEHHbIX HOBOOOpa3oBaHUU MpHU-
JIaTKOB MaTKHU y JleBOYeK fIBJSAIOTCSA OPraHOCOXpaHHble Ollepallu C LieJIbl0 COXpaHeHus1 dep-
TUJIBHOCTU. Y J€BOYEK-NOJPOCTKOB YaCTO BbIABJSAIOTCA KUCTbl SUYHUKOB, OHU MOTYT OBITh
$YHKIMOHA/JIbHBIMU C BO3MOXXHOCTBI0 CAMOCTOAATE/IbHOW perpeccuy, I03TOMY B TaKUX CIy4asax
TaKTHUKa JI0JDKHA OBbITh B BHJle JJUHAMUYECKOTo HabJoleHUs ¢ KOHTpobHbIMU Y3U. Ho, ecin
pa3Mepbl 06pa30BaHMA He YMEHbIIAKTCSA, TO TaKTUKA JJOJKHA ObITh XUPYpPruyeckou U mpej-
NOYTEHHEM SIBJISIETCS JIAalapOCKONMUYEeCKUU AocTyn. [Ipy HOBOOO6pa30BaHUAX AUYHUKA COJTU/J-
HOI'0 UJIM KUCTO3HO-COJIMIHOTO CTPOEHHS HeOOX0MMO MIpOBe/ileHre XUPYPTrUieCcKoro Je4eHus
C MaKCHMMaJIbHOM BO3MOXXHOCTbIO COXpaHEHUs TKaHU IMYHHUKA. [Ipy NMOJTHOM mepepoxJeHUuU
TKaHU IMYHUKA KUCTOU U/UJIM ONYX0JIbl0, IPU HEKPO3€e IUYHHMKA, IPUOErarT K ero yAaJeHuIo.
Ba)XKHBIM JUarHOCTUYECKUM KPUTEPUEM SIBJISIeTCA MOPPOJIOTUYECKOe UCClIeJOBaHUE OllepaLU-
OHHOro MaTepuaJa [1,3,4,6].

Mamepuasvl u Memoosl. B naHHOW paboTe mpejcTaB/ieHbl pe3yJbTaTbl JUAaTHOCTUKU U
JleueHUs, 10OpoKaYeCTBEHHbIX HOBOOOPAa30BaHUM SIMUHUKOB y 32 JleBOYeK, Hax04UBILHeCS
HaJieueHUH B oTzesieHuu xupypruu Ne2 HIUTIJX, c auBaps 2024 o aBryct 2025 roga. Bospact
nagueHToB: 5 - 9 neT: 3 geBouek, 10 — 14 net: 15 neBouek u 15 - 17 sieT: 14 neBOYEK-MOPOCT-
KOB, MeJjuaHa Bo3pacTta - 13,7 sieT. PeruoH npoxxuBaHuA AeTeu: I. AiiMaThl- 4, AJIMaTUHCKas
o6J1acTb - 6, TypkecTaHckas 06J1acTh - 6, I. lllbiMkeHT - 4, YKambblickas obsaacts - 4, K30 - 3,
XKeTtricyiickas - 3 u mo ogHoMy nauueHTy u3 BKO u Kaparanauuckoit o6sactu. JnuTeIbHOCTD
3abos1eBaHus OT 1 10 24 MecslLeB, c MeMaHoM - 5,2 Mecsua. [Ipu nepBUYHOM rocnuTaan3aniu
y BCeX MallMeHTOB ObLJIU aJobbl Ha yBeJIMUeHUe 00'béMa KUBOTA, 60J1€BOM CUHAPOM -y 21
(65,6%), HapylieHUe MeHCTpyaibHOTO UkKaay — 8 (30,8%) AeBoYeK-NIOJAPOCTKOB B BO3pacTe
oT 12 fo 17 net. BceM nauueHTaM NpoBeJieHbl Ollpe/ie/IeHUs] OHKOMapKepoB crelupUIHbIe
/11 TePMUHOTEHHOKJIETOYHOM OMYXOJIM, U HA B OJJHOM CJly4ae He OblJIM NOBBILIEHUS YPOB-
HA a-QeToNnpoTeNHA U 3- XOPUOHUYECKOTO TOHAJOTPONMHA B CbIBOPOTKe KpoBU. [lo JaHHBIM
Y3UW n MPT OBII, MT ruranTckue pasMepbl KUCTO3HOM U KUCTO3HO-COJIUJHOTO CTPOEHUS OIly-
X0J11 ycTaHoBJeHbl y 12 (37,5%), 6os1ee 10 cM -y 13 (40,6%) u meHee 10 cMm -y 5 (15,6%), a
TaK e JIByCTOPOHHee KHMCTO3HO-COJUJHOe 06pa3oBaHUe IMYHUKOB pa3MepaMu 7o 10 cMm -y
2 (6,3%) neBouek. Y 2 (6,3%) nmayueHTOB C TMTAaHTCKMMHU pa3MepaMHu 0O0pa3oBaHUsA MaJsoro
Ta3a U OPIOIIHON NMOJIOCTU yCTaHOBJIEHBI TUAPOHEDPO3 CO CTOPOHBI NOPAXKEHUS AMYHUKA.

Pe3yabmamul. B 3-x ciy4yasax nanyMeHTbl BbIIKWCAHbI [l JUHAMHAYECKOTO HabJII0/leHUs
6e3 XMpypruueckoro BMellaTeJabCTBa, C HEOOJIbIIMMHU KUCTO3HBIMU 00pa30BaHUAMU AUYHU-
Ka, C IpeJiBapyUTeJbHOM KapTUHOU QOJIIMKYAAPHON KUCThI. XMpyprudeckoe JedeHue npose-
JleHbl 29 nanyeHTaM: HUXKHe-CpeJMHHas JIallapoOTOMUSA: TYMOPCaJbIIMHIO0OBAPUIKTOMHUSA — 6
(20,7%), nucTaKTOMUSA MAaTOUYHBIX TPYO € 06eux ctopoH - 1 (3,5%), pesekyusa sUUHUKA C yJa-
JIeHHWeM KHUCTO3HO-COJIUJHOr0 06pa30oBaHus C COXpaHeHHeM TKaHU ssudHUKa - 19 (65,5%), u
JlanlapoCKoNuYecKas TYMOPOBAapHUIKTOMHUSA C COXpaHeHWeM TKaHU suyHuKa - 3 (10,3%) cayya-
ax. MopdoJsiorndeckas KapThHa 3a60J1€eBaHUU YCTAaHOBJIEHbI: CEPO3HO-MYLIMHO3HAsA LUCTaje-
HOMa IMYHHWKA U MaTOYHOU TPyObI — 4, MyLIMHO3HasA [UCTaZ,eHoMa — 4, cepo3Has IUCTaZeHoMa
-4, 3H0MeTpHUO3 IMYHUKA — 1, cepo3Hasa LUCTaZ,eHOMa CO 3peJIoU TepaToOMoH - 1, KJleTo4Has
dbubpoMa AMYHUKA — 1, KMCTa )KEJITOTO TeJla C KPOBOU3IUAHUEM — 1, QOIMKYAApHAsA KUCTA -
1 v 3pesiasg TepatoMa, GO — 12 caydaax. Y feBoyeKk MJaZiliero BO3pacTa, BO BCeX 3-X Cayvasx,
TMCTOJIOTHYecKasl KapTHHa 3aboJieBaHuUA OblJ10 3pesiol TepaTOMOM. Bce manueHThl BBINUCAHbI
B y/IOBJIETBOPUTEJbHOM COCTOSIHUM M HaXOAATCA MO JUHAMUYECKUM HabJI10jeHUEM.

Bbigodul. TakuM 06pa3oM, AoonepaliMoOHHasA JlabopaTopHasi, BHU3yaJibHasd JMarHOCTHUKA
HOBOOOpAa30BaHUM IMYHUKOB Yy JIeBOYEK C MAaKCMMaJbHbIM CHU)XXEHUEM BePOSITHOCTH 3JI0Ka-
4eCTBEHHOT0 OIyX0JIEBOTO MPOLecca, CNOCOOCTBYET NJIAHUPOBAHUIO 00bEMa XUPYPTrUYECKOTO
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BMelIaTeJbCTBA. TaKTHKa Tepanuu MPpU HOBOOOPA30BaHUAX SUYHUKOB Y JIeBOYEK J0J/DKHA 00-

CYKJaTbCsl MYJIbTUIUCIIUIIIMHAPHOM TPYIION C BKJIIOYEHHEM OHKOJIOTa, IETCKOT'0 TMHEKOJIoTa

Y XUpypra, naToMopdoJiora, U XUpypruyeckoe jedeHue J0/KHO MPOBOAUTCS B CIEIUATU3UPO-

BaHHBIX JIETCKUX KJIMHUKAX C MAKCHUMaJIbHbIM COXpaHEHUEM PEeNpo[yKTUBHOCTH OpTaHa.
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KYPAKBAEB E.b., BEPIUAPOBA I'C.
»KEJIEJI JIEMKO3BEH »KOCIAPAAH ThIC PEAHUMAILIUSFA TYCY
«[leguaTpus xxaHe Gasasap XUPYypPrusachl FbIbIMU OpTanblFbl» AK, Anmartsl K., Kazakcran

O3exkmiaiel. [lyHuexy3isik AeHcay/blK caKTay yibIMbIHBIH, (//ICY) MasiMeTi 60MbIHIIA d/1eM-
Jie >kbLa caiibiH 0 xkactaH 19 xkacka geliHri 6ananap apacbigaa 400 MbIHFa XKYbIK, 6as1a KaTepJi
icikke mangbiraabl. JJJCY ctaTicTHUKAchl 6OWbIHIIA KATepJi icik-a3aTallbiM OKUFaap/jadH Keu-
iHri 6ananaparsl eiM-kiTiMHIH ekiHlli ce6e6i [1]. Basanap apaceiHAaFb] eH Kol TapaJifaH Ka-
TepJi icikTepAiH 6ipi xxenen Jeliko3 (2KJI) 6osbin Tabblaabl, 071 6apJbIK 6asiasap iciKTepiHiH,
iminzge TepTTeH 6ip 6eJirin Kypaiasl [2]. CoHFbl xblLagapbl 2KJI 6ap 6ananap/blH eM/iey KOpbl-
ThIHZbLIAPHI )KaKcapFaH, OFaH KapaMacTaH Kelbip HayKacTap KJIMHUKaJIbIK XKaFjaiiapbiHa 6ai-
JIAHBICTBI )KOCNApPChI3 TypAe peaHnMaLus 6eJiiMiHe (PB) aybicbl MyMKiH, ce6eb6i aypy aFbIMbl KaH
a3/ibLIbIKIIEH, UIMMYHUTETTIH TOMeH/eyiMeH, TPOMOOLMTONEHUSAMEH, BUCLIepPOMeTaIusIMeH XKoHe
T.0. aF3a KeTicneyiuijgikrTepimMeH xypefi [3]. KaTepJi icik uarHo3bl KOMbLIFaH 6alaHbIH 6Mip cypy
BIKTUMaJIJIbIFbl OHBIH Kal eJi/ie TYpaTblHbIHA/|a 6alIaHbICThI: TaObIChI XKOFAaphI eJi/iep/ie KaTepJi
icikke wanabiKKaH 6asanapbiy, 80% — HaH acTaMbl eM/iesin 1biFafbl. TabbICbl TOMEH HeMece
optaia esjiepae 30% - blH IaMacblH/1a FaHa eM/IeJTiN UIbIFa/ibl [4].

3epmmey makcamol. COHFBI xbL1gapsbl KJI emaeyneri )KeTicTiKTepre KapaMacTaH, apacblH-
Jla ayblp acKbIHyJIap Ke3zecin Typazbl xoHe osiap PBb KapKbiHAbI eMAi KaxeT etezi. KJI was-
JIbIKKaH O6aJiasiap/iblH eM/ies1y 6apbIChIH/1a xkocnap/iaH Thic PB aybicy cebenTepiH aHbIKTAl 3€PT-
TeJiK.

3epmmey mamepuabl sxcaHe adicmemeci. YKJI ayblpaTbiH 6ananapzbiy Pb Tycy cebenTepin
KbICKAllla I10J1y YLIiH MaJliMeTTep/i COHFbI XKblJlapAa XKapUsilaHFaH FbLJIbIMU-0acblIbIMAapAaH
i3gey xyprisingi. Jlepexkrep 6asanapsl PubMed, Wiley apkbinbl xyprisingi. Jlepexktep 6a3acel
3epTTey TiJli MeH AU3alHbl 60UBIHILA CY3Tijepci3 XKYprisiiji, ToNbIK MaTiHAI MaKasialapFa cij-
TeMe >Kacay YliH TaHgaaasl. Kocy kputepui: Pb xenen HayKacTapzblH eMipJiik MaHbI3/bl J1-
HaMUKacblHa Heri3/ie/ireH 6apJiblK, 3epTTeysep. Asbll TacTay KpuTepui: Pb Tycneren »xarjaii-
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JlapZlaFrbl 6apJibIK, 3epTTeyep.

3epmmey Homudicenepi. FrLibIMU-6acbLIbIMJapAaFrbl MaJliMETTEpP OOWbIHILIA MbIHAJAM
HOTHXKeJiepre Ke3 KeTKi3/iK: AuarHo3 KOoWbLIFaH Ke3Jeri JIeMKOUUTTepAiH OacTamnKbl CaHbI,
KJI TypiHe 6ailzIaHBICTBI aypy aFbIMbl Me€H eM/ieJlill MIbIFY KOPBITbIH/BICHI 9P TYpJii 60J1a/bl,
Mbicasira B-2KJIJI Typine kaparanaa T-2KJIJI 6omkaMbl TeMeH/iey kaHe T.0. [5]. Keseci 3epTTey
MaJliMeTi 60MbIHILA Killli )kacTaFbl HAyKACTaP/AbIH eM/eJlil LbIFy 60/KaMbl epecek »KackKa Ka-
paFaH/ia aJi/ie Kal/1a )KoFaphbl, COFaH 6alJlaHbICThl HAYKACTbIH, »Kacbl/la 9cep eTeAi ekeH [6].

[leainaTpuaablK HayKacTapZbl 3epTTel Kese, PB-He »xocmapzaH ThIC aybicy KebiHece
TOMEHTI KaF/jaliyiapFa 6alJIaHbICThI: UHPEKIIMS )K9HE KOCAJIKbl aypyJ/iap; ThIHbIC aJly KYHeCiHiH,
KYPeK-KaHTaMbIp »KyHeciHiH, OyHpekK »KyHeciHiH, acKa3aH-illek-6ayblp KyHesepiHiH AucHyHK-
LIUACHI CUSKTBI acKpIHy1ap [7,8].

- Heri3ri aypy/JblH 6Ty aFbIMblHA, MbICAJIbl: TUIEPJENKOLMTO3, HEUPOJIEHKO3, }KOFAPFhI
HeMece OpTallla KayilTijlik xaHe T.0., XUMHUOTepanusfa aF3aHblH »aya0bl, CEIICUC, HAYKACTbIH
»Kacbl, HEBPOJIOTUSAJIBIK OY3bLIysap (TUMOKCHS, KYPbICY CUHJIPOMBI), UMMYHUTET TallUIbLJIbIFHI,
aybIpCbIHY cMHApoMAapsl [9,10,11].

- TPOMOOLMTONIEHHUS KOHE KOaryJoNaTUSJIbIK 63Trepicke 6alJiaHbICThl, KEHETTEH 6o0Ja-
TBIH 9PTYPJli FeMOpparusijiblK CMHAPOM/AAP, MATOJOTUSIJIBIK IPOLIECC laMbIFaH CallblH KaH KEeTY
6apfaH cailblH YZeyi MyMKiH, MbICaJ/ibl MypbIHHAH, aCKa3aH illleK->KoJ1JapblHaH, MUFa KaH KeTy
koHe T.0. [12,13,14].

Tyorcoipbim. Pb-Tr1 HayKacTap/blH aypy XaJ1i MeH eJIiM-KITiM reMaToJIOTUAJIBbIK KaTepJi icik-
Tepi 6ap HayKacTap YIlUiH MaHbI3/Jbl MaceJsie 60Jibln Kasa 6epe/ii. Ceb6ebi KaHHbBIH, KaTepJi iciri-
He WaJJblKKaH HayKacTtapAably Pb-He Tycy npejukTopJ/iapbl MeH 6J1iM-XKITIMHIH HeMece eMip
CYpy 60JiKayuliblIapblH aHbIKTAUTBIH JaJeaeMesiep as. JKoFapblJla KepceTiJireH FblJbIMU-0a-
ChlJIbIM/Iap¥Fa cyiieHe oTbIpbl, KJI 6ap nepsuaTpusaablK HayKacTapAblH Pb aybicy cebenTepi MblI-
HaJiail 60J1/bl: aJIFAIKbI MAarHO3 KOWFaH Ke3/leri HayKacThlH, »ackl, 2KJI Typi, 1elKouTTEp/iH,
»KaJlnbl MeJiliepi, UHQEKIUANBIK aCKbIHY/Iap, KOCbIMIIIA aypy/iapbl, eM/iey 6apbIChbIHAAFbl XUMU-
OTepanusHbIH YbITTbUIbIFbIHA aF3aHbIH, Kayabbl, CENICUCTIK aFJai, aF3aJblK KeTicleylliaik
»K9HE 9PTYPJli KJIUHUKAJIBIK CHHAPOMAAPAbIH 60Jybl. 2KJI 6ap neguaTpuUsIbIK HayKacTapAbl,
acipece ocmnapzaaH Thic Pb Tycy Kaymni xofapsbl Jien TabblJIFaH HayKacTap/ibl MYKUAT GaKbliay
YKoHe KaJjaFasiay Kaxer.
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KYPBAHOBA M.P, IIIUJIAHBAEB H.P, 91IIPBEAMX K.C.

NEAUATPUAJIBIK TOKIPUBEJAE UKEM/II X)KOHE KATTbI BPOHXOCKOIINA:
INEKTEYJIEP, MYMKIHAIKTEP ’KOHE JAMY BOJIALLIAFbI

«[leguaTpus xxaHe Gasasiap XUPYypPrusachl FbIbIMU OpTaiblFbl» AK, Anmarsl K., Kazakctan

Takbipoinmoely e3ekmiaiel. Kasipri 3aMaHfbl NeJUATPUAJNBIK NPAaKTUKaZa THIHBIC ajly
’KOJIJapbIHbIH aypyJlapblH ep Ke3iH/ie )koHe /19J1 IMarHoCTUKalay MeH TUIMJI eMey - 6asa-
Jlap JeHcayJIbIFbIH CaKTay MeH OJlap/blH eMip canacblH apTThIPy/AbIH 6acTbl LIAPTTapPbIHbIH,
6ipi 60sbIn Tabbl1aAbl. OCbl GAaFBITTA IHAOCKOMHUSAJBIK 3€pPTTEY 9iCTepiHiH, COHBIH, illiH/Ee
OPOHXOCKOMUSAHBIH, MaHbI3/blJIbIFbl apThIN KeJieZi. BpOHXOCKONKSA — TBIHBIC ajly »K0JJapbl-
HbIH ilIKi KYpbIJIbIMbIH TiKeJiell BU3yasiu3alusayFa, KaKeT 00JIFaH Kafjalia AUarHocTU-
KaJIbIK, KoHe eM/liKk MaHUNyJAsALusaaap XKypridyre MyMKiHJiK OepeTiH 3aMaHayd WHBA3UBTI
aJiic. by agic coysenik JUarHOCTUKaMeH CaJibICTbIpFaH/a O6ipKaTap apThIKWbIIbIKTapFa He:
IIBbIPBIIITHI KAObIKTBIH, al-KyWiH HaKThl Kepyre, 66r/e AeHeJepAi »K0Fa, OMOINCUs ajlyFa,
CeKpelMsHbI 3BaKyallMsiayFa )KoHe JIOKaJlbJi eM )Kypridyre MyMkiHaik 6epegi [1]. Texnouo-
rusiJlapZAblH JaMybIMeH 6ipre 6pOHXOCKONMUSAJIBIK KypaJapAblH JUaMeTpJiK KaTapbl KeHel-
i, 6y/1 9/IicTi 1Ia/ia TyFaH >XKoHe TOMEH CcaJIMaKIleH TyFaH KaHa TyFaH HapecTeJiepre JeliH
KOJIJJaHYFa »O0J1 allThl [2]. Asaiijila 6pOHXOCKONHUSAHbIH, AUAarHOCTUKAJbIK XK9HEe eMJiK aJiey-
eTiHe KapaMacTaH, 9JiCTiH UHBAa3UBTI CUIIAaThl, ACKbIHY KayIli )KoHe OpbIH/AY IapTTAPbIHbIH,
KYp/ZleJ1iJliri oHbl KoJsiiaHyzAa 6esrisi 6ip mekTteysnep TyblHAATaAbl [3]. OcblFaH 6alIaHbICThI
neavaTpusifia MKeM/i >koHe KaTThbl OPOHXOCKOMUSIHBIH, IIEKTEYJIePi MEH MYMKIH/iIKTePiH, COH-
Jlaii-aK oJ1apAblH Kayinci3airi MeH TUIM/iJIriH KelleH /i Typ/e 3epTTey — OyJ1 9/1iCTiH KoJ1JaHy
asCblH KEeHEeWTy, UAarHOCTUKAJIBIK, A3JIAITiH apTThIpY *KoHe 6Gasiasap JeHCayJbIFbIH )aKcap-
TyFa OaFbITTaJIFaH 63€KTi FbIJILIMU-TXipHUbesik Macesie 60/1bil TabbL1a/ibl [4,5]. COHABIKTAH
neUaTPUSIIbIK IPAKTUKaAa UKeM/Ii 2koHe KaTTbl OPOHXOCKOMNUS 9iicTepiHiH MyMKiHAiKTepi
MeH ILUeKTeyJepiH, COHJan-aK 0JIap/blH JaMy NepClleKTUBaJapblH KelleH/[i 3epTTey Kasipri
3aMaHFfbl MeIUMIIMHA/IBIK KOMEKTIH CallacblH apTThIPYFa, JUAaTHOCTUKAJIBIK )XoHe eM/iey yJepi-
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CTepiH XeTiNzipyre, COHbIMeH KaTap 6ajiasap/blH eMip camacblH »KaKcapTyFa O6aFbITTaJFaH
MaHbI3/1bl FBIJILIMU MiHJIETTEP/IiH 6ipi 60JbIN TabblIabI.

3epmmey makcamul. [lefinaTpUsIBbIK TOKipUOEAe UKEM/Ii )KoHE KATThl OPOHXOCKOMUS 9/ i-
CTepiHiH AMAarHOCTUKAJBIK XoHe eMJIiK MYMKIHJIKTepiH, leKTey/epiH, Kayinci3Jik JeHrerliH
»)KOHE KJIMHUKaJbIK TUIMJIiIriH KelleH/ i TypAe Taj/lay apKblibl OyJ1 9/iCTiH Ka3ipri 3aMaHFbl
Me/JIULIMHA/1aFbl OPHbIH aHBIKTAY K9HEe OHbI KOJIAHY/bIH TPAKTHUKAJIbIK YCbIHBIMAPbIH YChIHY.

Mamepuasadap men macindep. 3epttey 2020-2025 xblngap apanbirbiH/a [leguaTpus xkoHe
6as1ajlap XMpYpPTUsChHl FbIJIBIMU OpPTaJbIFbIHBIH 6a3acblH/a KYPrisinzi. 3epTTeyre ThIHBIC aly
»KyHeci naTosiorusicel 6ap, »kacol 0-1eH 18 »xacka felinri 6apJibiFbl 648 6asaHblH aypy TapUXbl
TaJlaHAbl. 3epTTeyre aJblHFaH HayKacTapAblH imiHje «[leguatpus xxkaHe 6asaiap XUPYpruschbl
FbIJIBIMU OpTaJIbIFbIH/A» OipHellle peT CTallMOHAPJIbIK €M ajIFaH HayKacTap caHbl — 127. Epekiie
Ha3ap 1 »Kacka JeuiHri, acipece XMpyprusJiblK apajacy/laH KeliHri epTe Ke3eHJeri xkoHe 1 MeH
3 kac apaJIbIFbIH/AFbl HayKacTapFa ayfapblLijbl. 2KbIHbIC 60MBIHILIA y/ecTipreH/e, yJa 6ananap
caHbl - 356 (55%), as1 KbI3 6anasap caHbl — 292 (45%) 6014561 Kac apanbiFbl 60MbIHIIA 1 2KacKa
Jlerinri 6ananap - 48 (7,4%) 6asa, 1-3 xkac apanbirbiHAaFbl 6ananap — 351 (54,2%) 6ana, 4-7
»Kac apasibIFbIHJAFbI Oasianap — 189 (29,2%), 8 - 18 kasran 6ananap - 60 (9,3%) 6ana. 3ept-
TeJIyllli 6ajajap/AblH opTalla »achkl — 4 kac. bapJiblK HayKacTapFa 3epTTey a/liblH/ia KelleH/i
KJIMHUKAJIBbIK, 3epPTXaHaJIbIK K9He acNalTbIK TeKCepyJiep XKYpri3iifi. ACnanThIK 3epTTeysepre
KeyZie KybIChIHbIH, peHTTeHOorpadusChl, aJl KOKeTTi Kafaljap/ia KOMIbIOTEPJIIK ToMorpadus
(KT) enrisingi. 3eprrey 6apbicbiHAa 648 HayKacTblH 6KIle NMaTOJIOrHAJaphl »Kac I1aMacblHa,
KJIMHUKAJIbIK CUIIAaTTaMaCbIHA KoHe KUIJIIriHe Kapau KIiKTes /.

Kecte 1. Bananapzaafbl eKIiie aypyJlapblHbIH, )ac epeKIlie/irine 6ailJlaHbICTbl KYPbLJIbIMbI

Ne |HosoJsiorusa Hayxkac Kui ke3ge- |Bponxocko- |FouibIMM Herizaeme
caHbl (%) |ceTiH )Kac |NUAHBIH Kep-
TOGBI ceTKimi
1 [THeBMOHUS 226 (35%) | 0-5 xac BAL KaliTasaHaTbIH HEMeCe aybIp 6Ty
KaraiapblH/ia 6POHX0AIbBEOJISAP-
JbIK aBaK (BAL) apKpLibl KO3/1bI-
PFBILI AQHBIKTAY YILUiH KOJIAAHbLIYbI
MYMKIH.
2 BpoHxuosuT 141 (22%) | 0-2 xac BAL KiiMHUKaNbIK )KoHe IUarHOCTHKa-
JIBIK MaHbI3Fa He.
3 Bpouxut (>ke- 105 (16%) | 1-5 *kac CospuiMasibl | KaliTaslaHATBIH KETEJ, IIbIPBIIIThI
Jles1/co3bliMa- »Kafalyapja |runepcekpenus kesinzae mopgoJio-
Jibl) KaXeT rUsiJIbIK 6aFasiay ylliH
4 | TyGepkyJnes 5 (1%) 2-5xac BAL OxkmneJstik Th Ke3iH/e KAKbIPBIK aly
YKOHE KUbIH 60JIFAaH/bIKTaH, GPOHX0CKO-
»Kacecmipim- NMsMeH JIaBaX »kacay JUarHOCTHKa-
Jiep JIBIK, MAaHbI3Fa He.
5 BponxoakTa3s 56 (9%) |3 xacraH 2Korapel Ka- | KakbIpbIKTBI Ta3apTy, 0O6CTPYKLUSA-
6actan KeT HbI aHBIKTay, MUKPOOHOJIOTUSJIBIK,
3epTTey YIUiH Ui KOJIJaHblIa/ibl
6 OkneHiy runo- |16 (3%) | aHa Tyran |BAL Tya 6iTKeH KypbLIbIMJbIK aKay
J1a3USIChI (0-28 kyH) 6osraHAbIKTaH, BUsyanusauus (KT,
IxoKT') Herisri afic 60J1bIn Tabbla-
JbL.
7  |Bponx-ekne 65 (9%) |WanaTyrad |ackpiHy 60sica |EMre Te36eiTiH 6pOHX006CTPYKIUS
JUCIIa3UsIChl 6as1anap 60JiFaH/a GPOHX0CKOMMUS Kacaybl
(<32 anTa) MYMKiH. HerisiHeH KJIMHUKAJIBIK,
JUarHos.
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8 Hunuapast gu- |7 (1.3%) |0-5xac Kui Kaxxer BpoHx0a/ibBeoJISIPJbIK JJaBaXK
CKUHe3Us ApPKbLJIbI IIBIPBILITHI 3€PTTEY KIHE
Ta3apTy MaKCaTbIH/AA KOJIJAHbI-
Jaabl. JJMarHOCTHUKAJBIK TPOIIECC
6eiri.
9 |Tpaxeoma- 12 (2%) |0-13xac JuarHos Ko- |2yMcak Tpaxesi KaGbIpFachblH Tike-
JISI-1TUS 10/1a — «aJIThIH |JIed BU3yaiM3anusay yiliH MiH/eT-
CTaHJIapT» Ti. TMO6KUI GPOHXOCKONHS — HETi3Ti
dJlic.
10 |Oxkneperi 6erae |11 (1.7%) |1-3xkac Kenen Typae |Berne neHeHi aHBIKTAY *KoHE asy
3aT MIiHJETTi YIUiH TepaneBTiK 6pPOHXOCKOMUS —
HETi3ri eM/iey a/ici.
11 |Okme 06BIPHI 2(0,3%) |5-15 Jluarnos Ko- |I'MCTOJIOTUAIBIK *9HE LIUTOJI0-
10/1a — aJIThIH |TUSJIBIK 3€PTTEYJIepre YJIri ay.
CTaHJapT» Ke36eH 1110J1y apKblJbl iCiK JIOKa-
JIM3alMAChIH aHbIKTay: ICiK 6CyiHiH,
3K30(UTTI HeMece 3HA0OPOHXHUAJ-
Jlbl TypJiepi 6POHXOCKOIIIEH aHbIK,
6ariKasapl.

KauHukanavlk kepcemkiwumep MeH FbliblMu Hezizdeme. 3epTTey HOTHXKeJsiepi GOUBIHIIA,
OKIeHiH KabbIHY aypy/iapbl (MHEBMOHUS, OpPOHXUOJHUT, 6poHXUT) 0-5 2Kac apaabIFbIHAAFbI 6a-
Janappaa kui keszecefi [2]. Bysn ke3seHae 6asasapablH UMMYH/BIK, XKY#Heci aJici3, ThIHbIC any
KOJIZIAPBI Tap >KOHE KYKNaJbl areHTTepre ce3iMmTas Keseni. MyHaam »araaiiapga 6poHX0CKO-
nus, dcipece GPOHX0aIbBEOJIAPJIBIK, JaBaxK (BAL), K03AbIPFbIIITHI HAKTHI aHBIKTAy MEH MaK-
CaTThl Tepanus TaralbIHAAY YILUiH aca MaHbI3/bl [1,2].

Co3pl/IMasibl GPOHXUT, OPOHX0IKTA3 KOHE LMUJUAPJIbl AUCKHHE3Us CUAKThl aypyaapza
OPOHXOCKOIUS JUAarHOCTUKAJIBIK KaHa eMec, eMIiK MaKcaTTa Jia KOJIJaHblIa (bl — MbICAJIbl, IIbI-
PBILITHI TAa3apTy, 6POHXUAJb/bI CEKPELUsAHbI 3epTTey [1,2].

An Ty6epkysie3, TpaxeoMasslUs KoHe OKIle iciri CUIKTbl KypAeJsi Juardos/apsaa 6poH-
XOCKOIIUS — «a/1mblH cmaHdapmy» 60JbIN ecenTesnelii [2,6]. Ocipece, TpaxeoMasisinus Ke3iH/ie Thli-
HBIC JKOJIJIJAPbIHbIH, )KYMCAKTbIFbIH BU3YaJl/Ibl KOPY apKbLJIbl HAKThI AUArHO3 KOWbLIaAbI [1].

KopbimbiHObl. BpoHXOCKOMUS — KOFapbl AUAarHOCTUKAJIBIK KoHe TepaneBTiK MaHbI3Fa ue
3aMaHayu a/ic [1,6]. By 3epTTey 6apbichbiHAA:

- [leguaTpuUsIbIK 6POHXOCKOMUSHBIH KOJIIaHY KOpCEeTKIlLITepi kac epeKiestiriHe koHe na-
TOJIOTUSI TYpiHe TikeJsiel 6alIaHbICThI eKeHi [1];

- UkemJi oHEe KaTThl OPOHXOCKOMUSIHBIH 9PKAUCBICBIHBIH, 63 apThIKUIbLIBIKTAPbl MEH
neKTeyJiepi 6ap ekeHi [4,5];

- XKaHa TexHosiorUsIIap MEH KypaJiiapAblH 6pOHXOCKONHUSHBI IaJia TYFaH HOpecTejepre
JlediH KoJijaHyFa MyMKIiH/IiK 6epeTiHi aHbIKTa/ /bl [6].

BosamakTa 6y/ 9/icTiH, KayilcCi3AiriH apTThipy, AMAarHOCTUKAJIbIK, AJJIAIrH KYLIEeUTy
»KOHe eM/iK dJieyeTiH KeHelTy — OaJiasiap/iblH eMip camnachlH KaKcapTyFa 6aFbITTaJFaH MaHbl-
3/1bl FBLJIBIMU-TXKipUOeJiK 6aFbITTapAbIH 6ipi 60J1bII Kasia 6epMek [2,3,4].
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KABJIAH 9.B., TAMHEKOBA A.III.

AHOMAJIbHBIX JIPEHAK JIETOYHBIX BEH, COITYTCTBUE
C IOPOKAMMH /IIXATE/IbHOM CUCTEMbI

AO «Hay4HbIU LleHTp NeJUaTPUU U LeTCKOU XUpyprum», I. Anmarsl, Kasaxcran

AkmyasabHocmb, AHOMasIbHBIM JApeHax JieroyHblXx BeH (A/l/IB) oTHOcHUTCcA K peakuM
BPOXX/JIEeHHBbIM IIOPOKaM CepAla, IPU KOTOPBIX OJHA WMJIM HECKOJIbKO JIETOYHbIX BEH JIPEHUDY-
I0TCS He B JIeBOe NpejcepAue, Kak B HOpMe, a B CHCTeMHbIe BeHbl WJIU B NIpaBOe Ipe/icepaue.
CoryiacHo nanHbIM 3a 2022r B xkypHauie «Journal of Clinical Medicine of Kazakhstan» BbisiBsieHO,
yTo Ha 100 000 HOBOpPOXeHHbIX 13 pOoXKAAOTCA C 3TOU NATOJOTHUEN. BblesII0T YaCTUYHbBIN
(HAZJIB) u Totanbubii (TAZIJIB) aHOMa/IbHBIN JipeHa), KOTOpble HEPEJLKO COBMeEILeHbI C Jie-
TOYHOM NMaTOJIOTMeN U COPOBOXK/AIOTCS BhIpa)KeHHbIMY KJIMHUYECKHMMHU NPOSIBJIEHUSIMU YKe B
paHHeM BO3pacTe U TPeOYIOT CPOYHOU XUPYPTrUieCKOW KOPPEKLUH.

JuarHoctuka A/lJIB MoxeT ObITb 3aTpyAHEHA, 0COOEHHO NPU YaCTUYHBIX pOpPMax UJIU IIpU
Ha/IMYMHU CONYTCTBYIOLIEN JIETOYHOM NAaTOJIOTUM. Y psijia ieTel NaToJI0rUs J,0JIroe BpeMs ocTa-
eTCsl Hepacno3HAaHHOM, NOCKOJIbKY KJIMHUYeCKasi KapTHHA MacKUpyeTcs Mo/, XpOHUYeCcKue 3a-
6oJsieBaHUA Jerkux. Kak ciefcTBre, TaKUM NalMeHTaM MepPBUYHO MPOBOAUTCA 06C/Iel0BaHue
y NyJIbMOHOJIOTA, BKJIIOUalollee, Kak IpaBrJio, KOMIbIOTEPHY TOMOrpaprio OpraHoB IpyLHON
KJIETKY 6€3 KOHTPAaCTUPOBAHMUS, YTO MOXKET He BbIABUTb IOPOKHU cepALa.

BrisaBiieHue coyetanusa A/I/IB ¢ aHoMasusaMu JIerOYHOM MapeHXUMbl NpeJCTaBJsAeT [10-
NOJIHUTEJIbHYI0 JUarHOCTUYECKYH0 CJI0KHOCTb U MOJ4YepKHUBaeT HEOOXOAUMOCTb MYyJbTUAMC-
LUIIJIMHAPHOT0 NOAX0/a.

Hacrosuee ucciejoBaHWe HanpaB/ieHO Ha aHA/NU3 KJIMHUYECKUX HAOJI0JIeHUN AeTell C
pas3/IMYHbIMU GOpMaMHU aHOMAJIbHOTO JjpeHa<a JIerOYHbIX BeH, C aKIleHTOM Ha HajJluyMe CONyT-
CTBYIOILlE! JIETOYHOM NAaTOJIOTUHX U TPYAHOCTH JUarHOCTUKU y NAaLUEHTOB, IepBOHA4Ya/IbHO Ha-
6J1101laeMbIX 110 MYJIbMOHOJIOTUYEeCKOMY NPOQUIIIO.

Llens uccaedosanus. OnpeneIUTb 0COGEHHOCTH aHOMAJIbHOTO JipeHaka JIErOYHbIX BEH Y Jie-
Tel M 4aCTOTy COYeTaHUs C NOPOKAMU Pa3BUTHUS JIETKHUX, @ TAKXKe 00paTUTh BHUMaHUe Ha JUarHo-
CTHUYeCKUe 3aTPyAHEeHUs IPY NIEPBUYHOM MYJIbMOHOJIOTMYECKOM MaplIpyTe TaKUX NallUEHTOB.

Mamepuasavt u memodbl uccaedosaHus. B vcciefoBaHre BKJOYeHbl 11 manyueHTOB C U-
arHo30M aHOMaJIbHOI'O JIpeHaka JIErOYHbIX BeH, HaX0JMBUIMXCSA Ha JedyeHUuU B HayyHOM LieH-
Tpe nejuaTpPUM U JEeTCKOU XUpypruu B nepuop 2024-2025rr B oTAe/IeHUSAX KapAUOXUPYPTrUu
Y NyJIbMOHOJIOTMU. KpuTeprueM BK/IOYEHUS ABJISJIOCh NOATBEPXK/JEHHbIN JUarHo3 4aCTUYHOI0
WJIU TOTAJIbHOT'0 aHOMAJIbHOI'0 JpeHaX<a JIerOYHbIX BeH (Ha 0CHOBAaHUH JAaHHBIX 9XOKapAUOoTrpa-
¢uu, mynbrTucnupanbHoi KT ¢ KOHTpacTUpoBaHUEM).

[lanueHTBbI OBLIM pa3/iesieHbl Ha JiBe TPYIIIbI:

e 'pynna 1 - feTH c YaCTUYHBIM aHOMaJIbHBIM JJpeHaXxoM (n = 5),

e 'pynmna 2 - geTu c TOTaJIbHBIM aHOMaAJIbHBIM JIpeHaX0M (n = 6).

AHa/M3upoBa/MCh CaeyIolMe TapaMeTphl:

e laHHble peHTreHorpaduu opraHos rpygHoi kiaetku (OI'K);

* pe3ysbTaThbl 3X0KapAuorpadpuu

e IpoBeJieHre KoMNnbloTepHOU ToMorpaduu OT'K c koHTpacTupoBaHueM Ha annapate Gen-
eral Electric - GE Lightspeed 16
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e Ha/IM4YHe COMYTCTBYIOIEH JIErOYHOU aTOJIOTUH (110 JAHHBIM BU3yaJIM3alluKY U KJIUHHYe-
CKOTro 06C/ie/IoBaHuUsA);

Pesynbmameul. B ucciepoBanuy NpuHAIM ydactve 11 geTed ¢ aHOMa/IbHbIM IPEHAXKOM Jie-
TOYHBIX BeH. 3 MalMeHTa ObIJIU U3 OT/eJIeHUs yJIbMOHOJIOTUH, KOTOpble U3HaYaIbHO HabJoa-
JIUCH C JIETOYHOM NIATOJIOTUEHN, OCTa/IbHble 8 U3 OTAe/IeHUA KapAuoxupypruu. CpeHUM BO3pacT
MalyeHTOB COCTaBUJI 3 roja.

BO3pacT B roaax NosoBas NPUHAA/EKHOCTb

14
12

B vanbuuku

55%

o N B 3

0 2 4 6 8 10 12

BO3PacT B rogax

PucyHnok 1. [losioBOo3pacTHbIE JaHHbIE TALMEHTOB

N3 Huxy 5 nauueHToB (45,5%) AUarHoCTUPOBAH YaCTUYHbBIM aHOMAaJIbHbIN ApEHaX JIeroy-
HbIx BeH (YAZIJIB), y 6 (54,5%) - ToTa/bHbIM aHOMabHbBIN ApeHax (TAZIJIB).

PucyHok 2. 3D nzobpakeHue cepana

Ha nanHom 3D u3o6pakeHUH cepAlia NpeACcTaBJeHO OTCYTCTBUE MPaBbIX JIETOUYHbIX BEH,
c/eBa NPUCYTCTBYIOT (YepHas CTpeJiKa), TaKXKe ClpaBa OlpejiesisieTcsl BnajeHHe, BePOSTHO
NpaBbIX JIEFTOYHBIX BEH B HUXKHIOIO MOJIYI0 BeHY — CUHApoM flTaraHa (6eJsiasi cTpeJika).

Y 4 neteti (36,4%) BbISIBJIEHBI CONYTCTBYIOIIME TIOPOKU U aHOMAJIMU CO CTOPOHBI JIETKUX, A
VMEHHO areHe3usi CpeiHeH 104 — 2 NalUeHTa, areHe3us cCpeJiHel U HU>KHEW [,0JU -2 naljdeH-
Ta. U 3TO 6bLIK NalMeHTh], y KOTOPbIX BbisiBjieH YA/IJIB c cungpomoMm ATaraHa, To ecTb, Korja
JIerO4YHble BEHbI IPABOTO JIEFTKOT'0 YaCTUYHO WJIY MOJTHOCTbIO aHOMaJ/IbHO JIPEHUPYIOTCS B HUX-
HIOIO MOJIYIO BEHY.
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PucyHok 4. BnasieH1e BepxXHel JIeBOW JIETOYHOU
BeHbI B IPABYI0 BEPXHIOIO JIETOYHYIO BEHY
(>kesiTas cTpesika),

PucyHok 3.

Ha pucyHke 3 cnpaBa omnpejesisieTcsl TOJIbKO BepXHeJ0JIeBOU OpPOHX (KpacHasi CTpeJsika),
MPOMEKYTOYHOTO CO CpeJiHE U HHXKHE/I0/IEBBIM HET.

Y opgHoro pebenka ¢ YA/Z]JIB He 6bLy10 cuHApOMa flTaraHa, y HEro 0OTMe4yas0Ch BlaJieHue
BEpXHeU JIeBOU JIerOYHOU BeHbI (KpacHas CTpeJiKa) B IPaByl0 BEPXHIOIO JIETOYHYI0 BeHY (2KeJi-
Tasl CTpeJsiKa), pUCYHOK 4.

3akawuveHue. Y MaMeHTOB C aHOMaJIbHbIM JIDEHAYKOM JIETOYHBIX BEH YaCTO BbISIBJISIOTCS
CONYTCTBYIOLIHAE MOPOKU CO CTOPOHBI JIETOYHOU TKaHU. B HameM ucciaenoBanuu y 4 us 11 pge-
Tel (36,4%) ObLIM UAaTHOCTUPOBAHBI JIETOYHbIe aHOMaJIUK, a uMeHHO ¢ YA/IJIB u cunipoMmoM
fAraraHa, 4To No/fuepKHUBAET HEOOXOAMMOCTb KOMILJIEKCHOTO MOJX0/a K IMarHOCTUKE TaKUX CO-
CTOSIHUH.

CinenyeT 06paTUTh BHUMaHUE Ha TO, YTO JIETSM C XPOHUUYECKHMHU WA HESICHBIMM MYJib-
MOHOJIOTUYeCKUMM xasiobamy, ¢ BIIPJI 3ayacTyto BbiNOJIHAETCS KOMIbIOTepHas ToMorpadus
opraHoB rpy/iHoH kJjeTku (O'K) 6e3 koHTpacTUpPOBaHUs, YTO MOXKET He MO3BOJIUTbH CBOEBpE-
MEHHO BBISIBUTb CKPbITbIE BPOXK/EHHbIE IOPOKU CEPALA.

B 3TO¥ cBSI3U BaX>XHO IIOMHUTD, YTO HAJIUYUE CTOMKUX WU aTUIINYHBIX U3MeHeHUul Ha OT'K,
O0COOEHHO NMPU OTCYTCTBUU YETKOW MYJbMOHOJIOTHUYECKOW NMPUYUHBI, TpeOyeT UCKJIIYEHUS
BPOX/I€HHbIX TIOPOKOB CeP/Lia, BKJI04Yasi aHOMaJIbHbIH J]peHaK JIErOYHbIX BeH. TakuM naijyeH-
TaM HE06X0AMMO NPOBeIEHUE IX0KapAuorpadru, a Npy No03pEHUHU — PaCLIUPEHHOT0 KapAHo-
JIOTUYECKOT0 006C/Ie/J0BaHHS C UCN0JIb30BAaHUEM KOMIIbIOTEPHOU TOMOTpaprU ¢ KOHTPACTHUPO-
BaHUEM.

Cnucok aumepamypbl:
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JIEBYUEHKO E.E., KAUPBEKOBA 3.A.,, HYPXAHOBA AT.

KJIMHUYECKHH CJAYYAU UAUONATUYECKOM MEPLIATE/IbHOM APUTMUU 110
JAHHBIM CYTOYHOI'O MOHUTOPUPOBAHMUA 3KT Y HOBOPOXKIEHHOT'O

AO «Hay4HbIN LleHTp NejJUaTPUU U JETCKOU XUpyprum», I. Anmarsl, KazaxcraH

AxkmyasnbHocme. HapylieHust puTMa cep/Alia 4acTo BCTpeyarollleecsl COCTOSIHME B aHTe- U He-
OHaTaJIbHOM Nepuozax. Tak ke, Kak U y JieTel Jpyrux BO3pacTHBIX Py, apUTMUU Y HOBOPO-
»KJIEHHbIX JleTell MOTYT HOCUTb HaCJIe[iICTBEHHbIH, BPOXK/AEHHBIA U MPUOOPETEHHBIN XapaKTep.
ApYUTMHU Y HOBOPOX/IEHHBIX JleTel, B OTJINYME OT B3POCJbIX, UMEIOT OOJIbLIYI0 3aBUCUMOCTb
OT 3KCTpaKapAuaJbHbIX GAaKTOPOB U B GOJIBLIMHCTBE C/1y4aeB HOCAT TPaH3UTOPHBIN XapaKTep.
Yamie Bcero oHM yKa3blBalOT Ha COCTOSTHME PU3MOJIOTMUECKOT0 HaNPsXKEHUS WU HebJ1aromnosy-
Yusl BUTAJIbHBIX QYHKIUH, HO MOTYT IpUOOpeTaTh U CaMOCTOSATe/IbHOe 3HayeHue [1].

MepuaTtenbHas aputmus (MA) Ts:KEbINA BUJ, pacCTPOMCTBA PUTMa Y HOBOPOXK/IEHHBIX Jie-
Tell. B nejuaTpryeckoil npakTHUKe JaHHAsA apUTMHUSA BCTPevaeTcs JOCTaTOYHO PeJiKO, COCTaBJIASA
0K0JI0 2% OT Bcex (deTaJbHbIX aPUTMHUN U CONPOBOXK/AAETCSA TAKEIBIM COCTOSIHUEM PEeOEHKa,
HEeJIOCTaTOYHOCTbI0 KPOBOOOpAllleHHs U 4aCTO 3aKaHYMBaeTcs JieTaJabHO. Takve apUTMHUU MOY-
TH BCerJia CBUJETENbCTBYIOT O CEPbE3HOM MOPaXKEHUM MUOKAp/a: BPOXK/AEHHbIE IOPOKU CepALa,
KapZAHUOMHONATUH, $UOP03/1acTO3, KapAUTHL. Y GOJIBIIMHCTBA HOBOPOXKAEHHBIX NPOTEKAIOT Ha
doHe ipyroii coMmaTU4eCKOM MaTOJI0TUU B BH/le THEBMOHUH, aHEMUH, BHYyTPUYTPOOHOM rMIIOTPO-
¢uu [2]. OgHako B 14-30% ciydyaeB He MMEIOT CBSA3U C OPraHUYeCKHUM MOpakKeHHWeM MHUOKap/a
Y YETKOM KJIMHUYECKOU KapTHHOM cep/ieyHOoro 3a60JieBaHUS M PaCLlileHUBAIOTCA KaK WAUONATH-
yeckue [3-4]. B peakux ciaydasix 3a6oJieBaHHM€e NPOTEKaeT 6ECCUMIITOMHO, U TaxUKap/Usl MOXET
ObITh BbISIBJIEHA TOJIBKO B XOJie TJIAaHOBOI'0 00CJ/IeloBaHUSA U Hab/0ZieHs. B oTeyecTBEHHOU U
3apy0OeKHOM JIMTEpPATYpPe JAHHbIM TEPMUHOM OObEJUHSIOT Kak QUOPUILIALIMIO, TaK U TpemneTa-
HUe npejcepaui [1,5]. /luarHo3 0CHOBbIBAeTCs, Kak PaBUJIO, Ha IaHHBIX 3JIEKTpOKapAuorpapuu
(9KT) c noBepxHOCTH TeJia. A TakKe MOXKHO 0OHAPY>XUTh ¥ BO BHYTPUYTPOOHOM NepUo/ie MyTeM
peructpanuu IKI' mioza. JudpdepennyanbHas AUarHOCTHKA TPOBOAUTCA C MOJUTONHON Npej-
CepZHOU TaxuKapAueu U ApyruMu GopMaMHU CyNpaBeHTPUKYJISPHBIX TaXUKapAUH.

dubpunnsauusa npepceppuit (PII) npeacrabisgeT coOO0M XaOTUUECKYIO 3JIEKTPUYECKYIO aK-
TUBHOCTB NpejicepAuii ¢ yactoToi BoJH f 300-700 B MuHyTy. Yauie Bcero uctoyHuk @I HaxoauT-
sl B YCThSX JieroyHbIX BeH. @Il MoxkeT 6bITh € peIKUM, ObICTPbIM U HOPMaJIbHbIM >KeJTyA04KOBBI-
MU OTBeTaMH [6-7].

Tpenetanue npegcepauii (TII) xapakTepusyeTcss pUTMHUYHOM [leTEJBbHOCTBIO IpeJicepAui
B OueHb 4yacToM putMe: oT 250 g0 480 B MuHyTYy. /laHHass apUTMUs1 BO3SHUKAET 110 MEXaHU3MY
«macro re-entry» ¢ [UPKYyJisiljMeil BOJIHbI BO30Y>K/IeHUs 10 IPaBOMY U JIEBOMY NpezcepAusaMm [7].

Jlo HacTos1ero BpeMeH! AMarHOCTHKA U JIedeHHe 3TOTO BU/iA CeplleuHO-COCYAUCTOM NaTo-
JIOTMH JIETCKOI'0 BO3pacTa BbI3bIBAIOT 3HAYUTEJIbHbIE TPYJHOCTH, TaK KaK aJlTOPUTMBI, IPeAJI0-
YKEHHBbIE J1J1s B3POCJIbIX, V leTel OKa3aJMCh HeZ,0CTaTOYHO MHPOPMAaTUBHBIMU. Bbicokas yacToTa
OCJIOXKHEHUU B BUJie CEPAEYHON HEJOCTATOUHOCTH, TPOMO0IMOOJINH, apPUTMOT€eHHOW Kap/JUOMU-
ONaTHH, OCTAHOBKHU CEPALLA, CTABUT NIP06JIeMY JUArHOCTUKU U JiedeHUs1 MA y fieTeil B psiji Haub6o-
Jlee aKTya/IbHbIX [leIMaTPUYECKUX IPObJIeM.

Llenv uccnedosanus. llpegocTaBUTh COGCTBEHHOE AUArHOCTUYECKOE HAOJII0/[eHHE 3a MallU-
€HTOM, IPOXO/AUBILIEM JieueHHe Ha 6a3e HayyHoro nieHTpa nejuaTpyu U e TCKOU XUPYPTUU C UIU-
OnaTH4YeCKOU MepLaTeJbHOU apUTMHUE.

Mamepuaast u memodbl uccaedosarusi. [IpoBefieHO Mccie0BaHME HOBOPOXJEHHOrO Ma-
[IMeHTa C UAMoNaTU4YecKor MeprartesabHord aputMueit: IKI, MoHUTOpUpOoBaHUe 1o XoaTepy (24
yaca), IxoKI.

Pezynomamut uccaedosanusi. llanyent C. 8 et )ku3HU. 2Kasio6bl IPU NOCTYNJIEHUH HA XKeJl-
TYILIHOCTb KOXXHBIX IOKPOBOB, HapyllleHHue pUTMa CepALa.
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AHaMHe3 3a60/1e8aHUsA: CO CJIOB MaMbl y pebéHKa Ha 3 JieHb KU3HU BbIIBUJIM HapylleHue
puTMa ceppua. Ha 6 feHb NpOKOHCY/IBTUPOBAH KapZyoJIOrOM, BbICTaBJIEH Ipe/BapUTebHbIN
JIMarHo3: HapyLleHusl pUTMa cepZla — MapoKCU3MaJbHOW TaXxMKapAuu. PekoMeHJ0BaHa rocnu-
tanusanus B HIII u /IX B oT/je/ieHre HEOHATOJIOTUU U IETCKON XUPYPrUHU 1151 Ja/ibHENIIEro 06-
CJ1eJOBaHUSA U JIeYeHUS.

AnamMHe3 xu3HUu: Pe6€HOK OT 2 6epeMeHHOCTU. bepeMeHHOCTh npoTekasia 6e3 0CO6GeHHO-
ctell, GaKTOPOB, OTArOIIAILUX CEMENHbIN aHaMHe3, He BblIsiBJieHO. CaMONPOM3BOJIbHbIE CPOU-
Hble pO/ibl B ATOJUYHOM NpeJiJiexkaHuu B cpoke 39 Hezenb+2 aHd. Bec npu poxaenun - 2100 r,
pocT 48 cM. 3akpuyaJi cpasy, IPpUI0XKeH K TPy H.

KauHuveckuti ocmomp npu nocmyn/ieHuu: COCTOSIHUe Ha MOMEHT OCMOTpPa O4eHb TSKeJI0e, 3a
CYeT Cep/leyHO-COCYAUCTOM HeZJOCTaTOYHOCTH, apUTMUU HEYTOYHEHHOTO IreHe3a Ha pOHe KOH'bIO-
rallMOHHOM xKesTyxu U nopaxxkeHus LIHC B Buge cungpoma yrueteHus. Co CTOpOHBI cepAe4HO-CO-
CYIUCTOM CUCTEMBI: cep/iedHble TOHBI IPUIVIYIIEeHb], pUTM HeNlpaBU/IbHbIHN, apuTMus, YCC ot 52
710 240 ynapoB B MUHYTY.

IxoKT: moJsioCcTH cepAlia He paclIMpeHbl, TOJIMHA CTEHOK XeJy[04KOB B HopMe. Mexoxe-
JIy04KOBas mneperopogka - AedeKT He BbIsABJIeH. Mexnep/cepiHas eperopojika — OTKpbITOe
OBaJIbHOE OKHO 2,3 MM. OTKpBITBbIM apTepHUa/IbHbIA NPOTOK 3aKPbIT. MUTpa/IbHBIN KJIallaH UH-
TakTeH. TpUKyClIUJaJbHbIM KJallaH MU3epHas peryprurauud. [lepukapzyanibHOro BbIOTA He
Be3yasn3upyeTcs. COkpaTUTe/IbHasA CIOCOOHOCTb MUMOKap/a CHKeHa (ppakuus Beiopoca 48%).
BripaxkeHHasa apuTMuUA ceplLa.

IKT: putm ¢ubpusnsauuu npeacepauit YCC - 200-315 yaapoB B MUHYTY. OTKJIOHEHUE 3JIEK-
TPUYECKOM OCH cepALia npaBo. [IoBeIlIeHNe 3/IeKTPUYeCKOM aKTUBHOCTA MHUOKap/a MpaBoro »e-
JIyZl04Ka.

Cymounoe moHumopuposgaHue IKI' no Xonmepy (CM3KT): cpefiHsisl 4acTOTa Cep/leUYHbIX CO-
kpaweHuit (HCC) 198 ya/MUH. - 3HAYUTEBHO Bblllle BO3pacTHOM HOPMbIL. MakcuMa/ibHas cpef-
HsA YCC 290 yn/muH. MunumainbHasa cpefuas YCC 74 ya/MuH. OCHOBHOM pUTM PUOPUILIALUU
npejicepAui, TaxucucToandeckas ¢opMa: HeperysnspHble f-BoHBI, pa3/inyHble 10 MOP(OJIOTUHU U
aMIIUTY/ie, C YacToToM 60s1ee 600 B MUHYTY. PUTM ey 04KOBBIX COKpallleHUH Hepery/spHbII ¢
yactoTol 175-288 ynapoB B MUHYTY (pHUCYHOK 1).

6 YCC Makc : 237 ya/mMuH (1) 15:06:53 - (1) 15:07:03 10 MM/MB 25 MMIc |
@HCC: 240 yo/MrH Kypcop: (1) 15:06:58 0,07 Spline - 90 Adapt, ~50 Hz
MC 212 216, 322 246 208 342 236 214 322 240 226 332 234 212 210200, 322 244 322 242 220 218 306 248 216 208 202, 404 228 180,208 206 228 292 254 218 218 286 A 256
YA/MuH L2030y 156 2AappBay 175 fI54PBlR; 186 f250y265 181 256NPO kR BG00; 186 526y 186 p2AB 2T TE 196 5242 P Og00PoR 149 B 634, 206 236 52 TR g 210 G794

T

f

Pucynok 1. @parmenT CMIKT'. PutMm ®II Taxucucrosndeckas ¢popma

e Ees %‘%’TMH‘{(H"%"L‘Hl’h“\’ﬁ‘w“

[lepexon B TpeneTaHue npeacepAri (pPUCYHOK 2) C MEHAKLUMCA KO3PPUIIMEHTOM NpPOBe-
nenus (2:1, 3:1, 4:1, 5:1). Bosinbl Tpenetanus (F) c yactoroit 300-335 ya/MUH., pUTM Kelya04-
KOBBIX COKpalleHuH - 46-95 ya/mMuH.
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CHUMOK 3KpaHa

(1)21:14:00 - (1) 21:14-10

31 10 Mm/MB 25 Mmic

@HCC: 147 yn/mun Kypcop: (1) 21:14:05 0.07 Spline - 90 Adapt, ~50 Hz
we 272, 326 272 316 280 312 284 296 288 266 296 264 316 282 322 29 342 586 816 . 580 820 | 796 . 814 .
yammH 8221 184 g 221 190 g 214 192 {21 3 203 g 208 2265 2033227 10 213 86 g 203 176 g 102 74 B 103 g 73 B 15 B 74 B

(1211340 |
™S ) 211430 [ [1

]

i

1

i

JH‘

il

i

Pucynok 2. ®parment CMIKT. [Tepexon ®I1 B TII HenpaBuibHON GOPMBI
B nepuog peructpauuu TII npeobsiafgaeT pyHKIMOHAIbHAS aTPUOBEHPUKYIIsIpHast 6JI0Ka-
Jbl 2:1 ¢ MakcUMaJIbHbIM KO3 PUIIMEHTOM NpoBeAuHHUA 5:1 (pucyHoK 3).

YCC MuH : 85 ya/muH

(2) 06:18:57 - (2) 06:19:07

1
10 mm/mB 25 mmic ‘

7 @YCC: 86 ya/muH Kypcop: (2) 06:19:02 0,07 Spline - 90 Adapt, ~50 Hz
MC 644 694 610 672 632 1296 656 648 666 638 672 638 664 634
VUMM % B9 B 8 B 9 B 6 B 91 5 93 B 9 @B 95 p_ 8 § o § @0 § %

N

mv5

mv3

2) 061837
mVS ) o692

o

T

Pucynok 3. ®parment CM3IKI. HenpaBusibnas popma TII

Tak>ke GBI BbISIBJIEHBI KOMILJIEKCHI C abeppaljdeld NpoBeieHUs HA KeNyA04Ku — 96, Kak
OJIMHOYHbIE, TAK U B BUJIe KYIJIETOB U TPUILJIETOB (PUCYHOK 4).

NZ3TN 175 j2Z4p 181 N219g 167 N

32 CHWMOK 3KpaHa (1) 21:14:29 - (1) 21:14:39 10 MmiMB 25 mmic

@YCC: 215 ya/mun Kypcop: (1) 21:14:34 0,07 Spline - 90 Adapt, ~50 Hz
MC 260 342 268 332 274 360 322 276 248 240 340 258 240 210, 318 368 250 338 272 'gla 246 326 314 190 250 276 246 230,210 238 300 254 224 354 250
yammn T86 v 217 52422508 176 233y 260y 206y 189 p 163 240N 178 N 221 p27 Nz

T84 191 vaTRy 240y 217 3y 2Ap 2612862525 200 3 2361260y 169 52400y

(1)21:14:09
mVS 1211459

h.i\“jh T

At e

Pucynok 4. ®parmenT CM3KT. Putm ®II c abeppaHTHBIMU COKpaLeHUSIMHU

108



C MoMeHTa 06HapyxeHUss MA, pe6EHOK MoJ1y4yasl aHTUAapUTMHAY€eCKHe IIpenapaThl (CaHToAa-
POH) U C Liesblo 3P PEeKTUBHOCTH Ha3HAYEHHOI0 JleueHUsl HeoJHOKpaTHO nposoguiock JKI no-
kod U CMIKT. Ilpu BbInMCKe: 0OCHOBHOM PUTM CHMHYCOBbIH, cpepHecyToyHasd YCC coctaBuia 148
yZ/MHH., UTO COOTBETCTBYET BO3pAaCTHON HOpMe. PerucTpupyroTcsl cynpaBeHTPUKYJ/ISIpHbIE 3KC-
TPAaCUCTOJIb], B TOM UYHCJIe C abeppalell IpoBeJileHUs Ha ey OUKH, COCTaBaAT 12% 3anucu
(oavHOYHBIe, KyIlJeThl, TpUIieThbl). CoCTOsIHUE NMpPU BBIMUCKE YA0BJETBOpPUTENbHOe. Pe6EHOK
BBINMCAH M0/ HabJ/II0ieHHe KapAuo0J10Ta 0 MeCTy XKUTeJIbCTBA.

Bbigoowbi:

1. HacTosiiiee HabGJ/110/jeHMEe MTOKA3bIBAeT, YTO Haubosiee 3pPEKTUBHBIM METO/OM JIMATHO-
CTHKU U OLleHKHY 3QPEeKTUBHOCTH JIeYeHHU JleTel C HapylLIeHUsIMU PUTMa IBJISIeTCS CYyTOYHOE MO-
HuTtopupoBaHue IKI no XosnTepy U 0/KeH NPUMEHATHCA 110 NOKa3aHUAM He TOJIBKO Y B3POCJIbIX
NALMEeHTOB, HO U Y JileTel, JjaXke B IIEPUOJ, HOBOPOXKJEHHOCTH MPU NMOJ03PEHUH Ha NMaTOJIOTHIO
Ccep/ledHO-COCYAUCTOM CUCTEMBI.

2. BoJIbIIMHCTBO HAYYHBIX UCCI€JOBAaHUN U yOJIMKALUK, a TAKXKe aJIFTOPUTMbI JIeueHUs pas-
paboTaHbl U COBEPLIEHCTBYIOTCS B HACTOsAILee BpeMsl B OCHOBHOM /JI1 B3pOCJ/IbIX ALIUEHTOB. ITO
JIUKTYeT He0OXOAMMOCTb pa3paboTKU 3G PeKTUBHBIX METO/0B JIeYEHUS U JJIs1 IeTCKOr0 BO3pac-
Ta, B TOM YMCJe IpU 6eCCHMITOMHBIX GpopMax MeplLiaTeJbHONH apUTMUH.

Cnucok aumepamypbl:

1. [IpaxoB A.B., UBanoB /1.0. KinHHn4eckre peKkoMeHJaluK 110 BeIEHUI0 HOBOPOX/AEHHbIX C apUT-
musMu. H. Hosropog: U3gatensctBo H'MA, 2016: 8-20.

2. lllkonbHukoBa M.A., lukeBud E.I1.,, EpacToBa E.K. MexaHVM3Mbl pa3BUTHA U NOAJEP>KaHUSA Tpe-
neTtaHus U GUOPU/LIALIUMY PeZicepAUH B IeTCKOM Bo3pacTe. Jledamuii Bpad. 2011; 7: 50-56.

3. Weber R, Stambach D., Jaggy E. Diagnosis and management of common fetal arrhythmias. J. Saudi
Heart Association. 2011; 23: 61-66.

4. Wren C. Cardiac arrhythmias in the fetus and newborn. Semin. Fetal Neonatal Med. 2006; 11:
182-190.

5. Knumenko TM., Kapanetsan 0.10., 3akpeBckuit A.H., Cepauea E.A., Kapartai O.C., CosomieHKO
WU.B., Menpuunuyk O.I1. HapymeHnue putMa cepflia: TpeneTaHue NnpezcepAaui y HOBOPOXKJEeHHOTO.
Cy4aii U3 npakTUKU. 3j0poBbe pebeHka.2014; 6(57): 103-105.

6. Pa6bikuHa ['B,, Co6oieB A.B. XosnTepoBckoe U 6UPyHKIIMOHA/IbHOE MOHUTOpUpOoBaHue JKI' u
aptepuasnbHoro fasaenus. M.: MEJAIIPAKTUKA-M, 2016: 73.

7. JomunuH B.JI. PykoBojcTBO mo mpakTH4yecKod asekTpokapzauorpadpuu. M.: ME/npecc-un-
dopm, 2019: 122-128.

MAKCY/ZIOBA J1.WU., 3BAKUPOBA V.U., TAIUITYJIATOBA M. X.

CUH/IPOM PA3/IPAXKEHHOI'O KUIIEYHUKA Y IETEM: COBPEMEHHBIN
B3I/IAJ HA ITIPOBJIEMY U IIYTU EE PEHIEHHSA

TalmkeHTCKUN roCyZjapCTBEHHbIM MeJUIIUHCKUY YHUBEPCUTET, I. TalllKeHT,
Pecny6/irika Y36ekucTaH

AxkmyaavHocmb. Hanbosiee akTyaZlbHBIM U BaXKHBIM /10 HACTOSILEr0 BPEMEHU OCTAETCs Mpo-
6JieMa pa3BUTHUSA CUHAPOMA paszpaxéHHoro kuuedyHuka (CPK) y peteli, o0 yeM cBUZieTE/ILCTBYET
HEYKJIOHHBIM POCT U PaclpoCTPaHEHHOCTh 3TOr0 3a00JieBaHUs, U OTHOCUTEIbHO HU3KUH 3 deKT
Me/JJMKaMeHTO3HOro JiedyeHus [5, 9]. B cuiy aHaToMo-$H31M0I0THYECKUX 0COOEHHOCTEN JIeTCKOTO
opraHu3Ma, HeCBOeBpeMeHHOro obpaiieHue K BpadaM CPK y neTeit nprobpeTaeT XxpoHUYeCKOe, pe-
nuMBUpylollee TedeHre. PyHKIIMOHA/IbHbIE PACCTPOMCTBA XKesly04Ho-KuieyHoro TpakTa (2KKT)
dbopmupyroT cToMkui fucomo3 kuieyHuka (/1K) [1, 7, 10]. CBoeBpeMeHHOe BbIsiBJIeHUE IPUYHH U
yCJIOBMM BO3SHUKHOBEHHS, PaHHAS JUAarHOCTUKA U paBU/bHOe npoBeJieHue sedeHre CPK B nep-
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BUYHOM 3BeHe 3/[paBOOXpaHeHHe OCTAETCs 06'beKTOM IOCTOSTHHOIO BHUMAaHMUA [1eJUaTPOB, FacTpo-
3HTEPOJIOT0B, MHPEKIIMOHUCTOB. HecMOTps Ha HEKOTOPbIA 06BEM HHPOPMaLMK 0 paKTOpax pUCKa,
naToreHesa, KJIMHUKH, JMarHOCTUKU U JiedeHue npobJieMa CPK y feTeli ocTaéTrcs c/1abon3yyeHHOH.

Lleab uccnedosarusi: ©3y4nTh GAKTOPbI PUCKA Pa3BUTHSA, 0COOEHHOCTH OCHOBHBIX KJIMHUYe-
CKUX NPOSIBJIEHUM CMH/pOMA pa3/ipaKEHHOI0 KUILIeYHUKA Y JleTeld U 060CHOBATh Liesiecoobpas-
HOCTb IPUMEHEHMeE MOJIMBAJIEHTHOI0 ractpodara ¥ npoouoTHKa JIakTo G.

06exm u Memoodbl uccaedosarust. [lox Hab0AeHMEeM HaXo4UJI0Ch 92 GOJIbHBIX JeTel B BO3-
pacte oT 3 0 14 set. U3 Hux ot 3 fo 7 net 38 (41 %), ot 7 go 14 net-54 (59%). AnutenbHOCTb
GYHKIIMOHA/NBHBIX HapyLIeHU COCTaBUJIO 6 HeJesib U NMPOAO0JIKAJIOCh 10 6 U OoJiee MecsALeB.
BosibHBIE 6BIJIM CONTOCTABHMMBI 110 BO3PACTY, CTeNeHU TsSXKeCTU. Bo Bcex ciyyasx 3aboJsieBaHue MPo-
TeKaJIo C AUaperHHbIM CUHPOMOM.

Juarno3 CPK crtaBusiach Ha OCHOBaHMM KaJjiob, JleTaJIbHOTO cOOpa aHaMHe3a 60JIbHOTO
U BbIsIBJIeHHE KJIMHUYECKHUX CHMIITOMOB (MeTo/la aHKeTHpOBaHUs). B nepByto oyepesb HaMu
6bLJI0 omnpeJiesIeHO HeOOX0AUMOCTb UCKJIIOYEHUE OCTPhIX KUIIEYHbIX UH(EKIUN, Hac/lelCTBEeH-
HbIX 60J1e3Hel (MyKOBUCLM/03, LieJiMakus). B cBA3M ¢ TeM, 4YTO B psZie cy4aeB NpPY KUILEYHbIX
MH}eKIUsAX obliee COCTOSAHHUEe pebeHKa MOXKET He CTpaJaTh, BpayMu OLIMOG0YHO CTAaBUJIU JUAarHO3
JK, nucnencus unu CPK [4, 8]. B cBsA3U ¢ 3TUM BceM 60JIbHBIM NPOBOJUIN OAKTEPHUOJIOTUYECKOE
Mcc/e/loBaHUE KaJjia Ha KyllleuHyto rpynny. [laToreHHas ¢Jiopa y 06c/ie/joBaHHbIX He Oblla 06Ha-
pyxeHa. /IK nuarHoctupoBaH MeTozoM PB. nmteiiHa-/IutBaka u @.J1. BunbaHckon. U3yyanu
TaK)Ke OOLIMK aHa/Iu3 KPOBH, MOUYH, KOTIPOIPaMMY.

Jleyenue 60bHBIX AeTel ¢ CPK npoBoauiock aMmbysnaTopHo. B 3aBUCHMOCTH OT MeToAa Jie-
YyeHUs JleTH ObUIM pacnpeziesieHbl Ha clefyroliue rpynnsl: 1 rpymnmna nosyvaau ractpodar (41
60JIbHBIX), 2 Tpynna- ractpodar u jiakto G (51 60sbHbBIX). [acTpodar ncnosab3oBancsa BHYTpb 3
pasa B JieHb 3a 0,5-1 yac 1o npuéma nuiu B Tedenue 7-10 gueit. Jlo 6 mec.- 5 mi, 6-12 mec.-10-15
MJI. oT 1 roza 10 3 sieT - 15-20 mi, ot 3 o 8 sieT-20-30 M, ot 8 sieT 30-40 MJ1 Ha oA MH pUéM 2-3
pasa B feHb. JlakTo G HazHadasv 1o 1 KancyJsie 2 pa3a B CyTKU 0 efbl. ba3ducHasa Tepanus BKJIO-
yasa guety (ctos N24, npo6HBIN NpUEM JIETKOYCBOSIEMOM NULIM 5-6 pa3 B JleHb, yBeJHUYeHHe CO-
Jlep>KaHue NpPOJAYyKTOB, 60raThIX XXUBbIMU OaKTepHUaIbHbIMU Ky/JbTypaMu (Kepupbl U HaTypasib-
Hble HOTYPThl), OpaJIbHYI0 perujpaTtanuio (perupoH 610, OPaJUT, FaCTPOJIUT).

CTaTrucTUYeCcKyl0 06pabOTKy NPOBOAWIM METOAOM BapUaLMOHHOW CTAaTUCTUKU HO CThbio-
JleHTy Ha nepcoHasibHOM koMmnbloTepe IBM PC/AT c ncnosib3oBaHHEM NakeTa MPUKJIAAHBIX IPO-
rpaMM CTaTUCTHUKHU.

Pe3ynbmamul uccaedosaHrus. IlpoBeJieHHbIA cO0Op aHAMHe3a KM3HU U 3a00JieBaHUsl Helpe-
MeHHO 06palllaJio BHUMaHue Ha NpoBoLypyoye GpakTopsl. YacTbIMU NPUYMHAMHU BO3HUKHOBE-
Hus CPKy nerent aBasIMCh:

- IepeHecéHHas KUIleyHasd MHeKI s (caJbMOHeJIE3, AU3eHTepus, 31llepuxro3, 3abojieBa-
HUS, BbI3BaHHbIE YCJIOBHO-MATOreHHbIMU MUKpobamu (YIIM)) 6bl1a y 31% geteil. CoxpaHeHue
HEYCTOWYMBOTO CTyJIa [OC/Ie epeHeCéHHOM KUIIeYHOU MH(EKIMHY, CBU/eTeJbCTBOBala O pas-
BuBlieMmcqa CPK;

- IeTH, CTpajamllye XeJyAoYHO-KHULIeYHOU MaTosIorved (racTpoAyo[eHUTBI, SHTEPUTHI,
KOJIUTHI). Y JaHHBIX 60JIbHbIX HAOJIIOJAIUCh AJUTENbHO TEKYLIMe AUCOYHKIUMU KUILIEeYHUKA He-
yCTaHOBJIEHHOU 3THOJIOTHUU ¥ 55 (60%) neTeil. JlakTazHasi HEJJOCTATOUHOCTb OTMevasiach B 31%
cJlyydasx, IMLeBas aJluleprus B BU/ie MOBbILIEHHOW YYBCTBUTEJIBbHOCTH K O€JIKY KOPOBbLET'O MOJIOKA,
TJIIOTEHY onpe/iensiiack y 23% naeteil. Takke 4yacTble NpOCTyAHbIe 3a60eBaHusIMU y 38 (41%) ae-
Tell (kak MUHUMYM 3 U 60J1ee pa3 B rosi) npuBoauu k CPK;

- aHaJIU3 NO3BOJISIET CYAUTh O POJIM aluMeHTapHoro ¢pakTopa B pazsutue CPKy 67 (73%) ne-
Tel. BosibHbIe yIOTPe6JIS/IN }KUPHYIO MULLY, MHOTO CJ1a/loCTeM, ra3000pa3yoliye HalluTKU U Jip.;

- 4aCcTO HeXkeJlaTeJIbHbIE SIBJIEHUs] OTMeYaJIUCh Y ieTel Npy NpuéMe aHTUOMOTHUKOB, KOTO-
pble HepeJJKO Ha3HayaJIUCb B OTCYTCTBUM NOKa3aHUM. BeCKOHTpO/IbHOe TpUMeHeHHe aHTHUOHO-
TUKOB Y 28 (30%) meTeit npuBeJsio K cMHApoMY fuapeHu. [Ipu aToM HapyiaeTtcs coctaB MK, npouc-
XOAUT MaHUecTalusi U30bITOUHOT0 6akTepraibHOro pocta YIIM [2, 3];
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- HapylueHHe NuleBapeHus ObLJI0 CBA3aHO CJIAMO6/1M030M y 17 (18%), IMCTHBIMY UHBa3Us-
MUy 29 (30%) peteit. CPK y faHHBIX 1eTell XapaKTepu30BaJiCsl YIIOPHbIM TeYeHUEM U PE3UCTEHT-
HOCTBIO K IPOBOJAUMON Tepalluy;

- HabJII0jeHUs CBU/IeTeJIbCTBYIOT O POJIK HacJecTBeHHOro ¢pakropa. Y fetel B 50% ciy4a-
SIX POJICTBEHHUKH CTPAIAIH KeJTyJOYHO-KHULIEYHBIMH 3a00/1eBaHUSIMY;

- yactble JucoyHKUMY KKT nosaBasInCh IPU CUIBHOM IICUX03MOIIMOHAIbHOM HaIpsHKEHUE
y 27 (29%) neteid. Psaj aBTOpPOB NOATBEPXKJAIOT POJIb CTPECCOB Y JleTel B LIKOJIe, CeMbe. ITO CO-
cTosiHUe ycyryo.sieT HapyweHue MK [6, 10].

[IpUHUMNINATBHO BaXKHBIM SIBJSETCA B KaXK/I0M KOHKPETHOM CJIy4Yae BBISBJIATbH BeAyIIUH
3THUOJIOTUYECKUH PaKTOP, YTO UMeeT 3HaYeHre IPYU 060CHOBAHUM JieueHre U TPopUIaKTUKe pe-
10291020:10):3

B pa6oTe 0cHOBHOe BHUMaHHUE ObLJIO YAeJIeHO U3yYeHHI0 TeUeHHs pa3JIMYHbIX KITMHAYECKUX
¢dopm CPK. JleTu oTMeyanu penyuauBupyolie 604 B 3KMBOTe HOMOIero xapaktepa 68 (74%).
Bosin nosiBAsiIMCh cpasy nocJie e/bl, CTUXaIu nocje AedeKaluu U OTXOXKAEeH!s ra3oB. CHIKeHHe
amnmneTtuTa oTMedanach y 39 (42%), TomHoTa y 33 (36%), pBota y 19 (21%) 60sbHBIX. B3nyTHE
KUBOTa onpefesnaack y 75 (81%) 6osnbHbIX. UMnepaTuBHbIe N03bIBbI Y 32 (35%) 60JIbHBIX CO-
NPOBOX/A/10Ch YCUJIEHHBIM HaTYKMBaHUEM NpH Jlepekal . fA3bIK 06/10kKeH, cyxoBaTy 84 (91%).
CTyn 6b11 KauirueobpasHbiM y 66 (72%), xkugkum y 26 (28%), npuMech C/1M3U B KaJjie BbISIBJIEHO
y 34 (37%) 60abHBIX. YacToTa cTysna 60siee 3 pa3a Habstoanack y 73 (79%) 60bHbIX (Tabs1.1). Y
JileTel 3a60J1eBaHUe HepeJKO MPOTeKaJsIo € 9KCHK030M [ - I cTeneHy, 4To NprMBOJUIIO K pacCTPOM-
CTBY BOJJHO-3JIEKTPOJIMTHOT0 06MeHa. boJibHbIe Tak:Ke »KaJIoBaIMCh Ha FOJIOBHbIE 6011 26 (28%),
JuinTtenbHoe yTomsieHue 71 (77%), crabocthb 78 (85%), pasapaxkuTtesbHocTh 63 (68%), 6ecripu-
YuHHas M1akcuBoCThb 37 (40%) (Ta6.1.1). O61Mii aHa/IM3 KPOBY [T03BOJINJI BBISIBUTH XKeJie3o4edu-
LIUTHYI0 aHEMHUIO y 26 (28%) 60/IbHBIX.

K uucny BaxkHbIX $akTOpoB, onpefenstomux Tedenue CPK oTtHocutcsa nsmenenuve MK. Y
HabJ110/laeMbIX 60JIbHBIX N1Pe06.1a/jajlo CHHKeHUe 6UdH/10- U JTaKTOOAKTepUH, IPUCYTCTBUE JIAK-
TO30HETraTUBHBIX 3HTepobakTepuil y 23 (25%) M KUIIeYHOU MaJloYKHU CO C1ab0oBbIpaKEHHBIMU
depMeHTaTUBHBIMU cBOMCTBaMU y 32 (35%). ¥ 19 (21%) BbisBIeH U30bITOYHBIN pocT YIIM u
rpu6oB poaa kauaugay 37 (40%) (ta6.1.2). Takke onpe/ienisisioch U36bITOYHOE KOJIMYECTBA KHUPa
(cTeaTepest), KpaxMaJIbHbIX 3épeH (aMUIOPEI0) U HENEPEBAPEHHBIX MbILIEYHBIX U COEIUHUTEb-
HOTKaHHBIX BOJIOKOH (KpeaTopes) (Tabs1.1).

Ta6suna 1. [luHaMKKa OCHOBHbBIX KIMHUYECKUX CUMIITOMOB Y GOJIbHBIX B 3aBUCHMOCTH OT
MeTo/a ieueHus (A6c /%)

Jlo 1eyeHus Ilocne s1eyenue
K/IMHUYecKre CHMMIITOMBI

(n=92) 1 rpynna (n=41) |2 rpynna (n=51)
BoJiu B )KMBOTE 68 (74%). 7 (17%)* -*
MeTeopusm 75 (81%) 10 (24%)* 2 (4%)*
Juapesa
Yacrora ctyJsa:
-2-3 pasa 24 (26%) 8 (19%)* 3(6%)*
-60Jiee 3 pa3 B CYTKH 68 (78%) 7 (17%) -*
WMnepaTHBHbIE MO3bIBbI C YCHIEHHBIM
HaTY»XMBaHHEM NPH JedeKaui 32 (35%) 3 (7%)* -*
W3MeHeHUe B KOIpOrpaMme:
-CJIM3b 34 (37%) 6 (15%)* -*
-cTeaTepest 25 (27%) 9 (22%)* 2 (4%)*
-amMusIopest 28 (30 %) 12 (29%)* 2 (4%)*
-KpeaTopes 32 (35%) 15 (36%)* 3 (6%)*

[Ipumeuanue: *P<0,05 10cTOBEPHOCTh pa3/IMYMi MoKa3aTesel M0 CpaBHEHUIO C JAHHBIMU MPU
MOCTYIJIEHUHN U MEX/1y CPaBHUBAaEMbIMU I'PYNIIaMH.
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HabnaroneHus aetei nocie jedyeHus nokasasua 3GPeKTUBHOCTb MeTO/la KOMIIJIEKCHOM Te-
panuu c BKJI0YeHMeM palluOHa/JIbHOTO UTaHuUA, ractpodara u 1akTo G. Llesib JaHHOTO JIe4eHus
3aKJII4aJI0Ch B 06ecneyeHure asiMMuHauui YIIM, BoccTaHOB/IeHHE HOPMaIbHON MUKPO(DJIOPBI.
Bo 2 rpyniie 3HaUUTe/IbHO paHbllle OTMevasiach yaydllleHhe 0611ero COCTOSHUSA, ucye3in 6011
B ’KMBOTE, METEOPU3M KyIIUPOBaJICA B TedeHUe 3-4 CyTOK, TOTZA Kak B 1 rpynmne 4yepes 6-7 JHeU
OT HayaJla npuMeHeHUs npenapatos (p <0,05). HopMasiMsoBaJsics CTy/1 K KOHIy NepBOM He/leInd
y 44 (86%), Torna kak B 1 rpynney 21 (51%) 6osbHbIX (p <0,05) (Ta6s1.2). CpOKHM MOJTHOTO U3J1e-
YeHHUs OT Jjuapeu coCTaBU/IU Bo 2 rpynne 2,9 + 1,2 cytok npotuB 5,8 +1,4 B 1 rpynne (p <0,05).

[Ipu MuKpobuosI0orHYecKoM obcaeoBaHMU dpekanuil 6osbHBIX fAeTel ¢ CPK nocne sedyenus
10Ka3aJio, 4YTo BO 2 rpynne pasbliue y 48 (94 %), yuem B 1 rpynne y 21 (51%) (p<0,05) ynanoch
JIOCTUTHYTh HOPMaJIbHOI'0 KOJIMYeCTBa cocTaBa 6uduA0- U JaKkTob6aKTepui, oTcyTcTBUe YIIM
Ha 7-10 neHb 60J1e3HU (Tabauua 2). Bo 2 rpynie B eJUHUYHBIX CJy4asx ONpesessiJIuCh Hellepe-
BapeHHbIe MblllIeYHbIe BOJIOKHA, HEUTPaJbHbBIHN XXUP, KpaXMaJbHble 3épHa.

Tabsuna 2. XapakTep Auc6103a KUIIIeUHUKA
y 06cieJOBaHHBIX J10 U TTocJie JieueHus (A6c /%)

HN3meHnenune mukpogiopsl (KOE/r) ﬂf_g;‘]{elmﬂ Mocre neterne
1 rpynna (n=41) |2 rpynna (n=51)

CHmxeHue 6udug06aKTepuil MmeHee 10° 58 (63%) 18 (44%)* 2 (4%)*
CHMKeHHe JJakTo6aKTepuu MeHee 107 77 (84 %) 9 (45%)* 4 (8%)*
KulieyHas majoyka co CHuKeHHoH pepmen- |32 (35%) 6 (30%)* 1 (2%)*
TaTUBHOM aKTUBHOCTbIO 60s1ee 107
JlakTO30HEeraTMBHas KHIlleyHas majo4yka 23 (25%) 3(15%)* -*
6osiee 10*
leMosin3upylolast KAlleyHas najovKa 9 (16%) 2 (10%)* -*
6osiee 10*
N36b1TO4YHBIHN pocT YIIM:
30JI0TUCTBIN CTaDUTOKOKK 6 (28%) 2 (5%)* -*
Kne6cuesnna 8 (38%) 2 (5%)* -*
[porei 5(24%) 1 (2%)* -*
I'pu6bbI posia KaHAU A 37 (40%) 9 (22%)*

[Ipumevanue: * P<0,05 gocToBepHOCTD pa3/IMYMi TOKa3aTeJsiel 0 CpaBHEHMUIO C IAHHBIMU IIPH MOCTY-
IJIEHUH U MeX/y CPAaBHUBAeMbIMU IPYTIAMH.

TakuMm 06pa3om, Kak cielyeT U3 Npe/iCTaBJeHHbIX Pe3yJbTaTOB BKIOYEHHUE B KOMILJIEKC-
Hoe sieyeHue CPK ractpodara v 1akTo G MOXKHO CYHUTATh ONPaBJaHHBIM U HEOOXOAMMBIM B CUJTY
MX BbICOKOU 3 PEKTUBHOCTH.

BbIBObI:

1. PocT kM1IeYHBIX U Napa3uTapHbIX 3a00/€BaHUM y JieTell, pepMeHTaTMBHAas HeJ0CTa-
TOYHOCTb, 6ECKOHTPOJIbHOE IPUMEHEeHHEe aHTHOUOTUKOB, aJIMMEHTAPHbIE U TICUX0JIOTUYeCKHUe
HapylleHUs SBJASAITCA NPOBOLUPYHOIIMMU GaKTOpaMU pa3BUTHSA CUHApPOMA pas3fpaKeHHOTo
KHUILIEeYHHKa.

2. CuHApPOM pa3/pakEHHOr0 KUIIEeYHUKA Y JeTel XapaKTepu30BaJicsl He TOJbKO  [JIJIv-
TeJIbHbIM JJUapelHbIM CHHJPOMOM, U30bITOYHBIM ra3000pa30BaHMEM, HO U aCTEHO- HEBPOTH-
YeCKUMHU pacCTPOMCTBAMU.

3. /lucbro3 KullleYyHHUKa SIBJISIETCS OJHHUM U3 OCHOBHBIX IAaTOreHeTUYeCKUX 3BEHbeB CUH-
JlpoMa pa3zipakéHHOro KulleyHrMka. OHa cBsi3aHa C IBJIEHUSIMU U30bITOYHOTO POCTa yCJAOBHO-TIa-
TOTeHHbIX MUKPOOOB Yy 19 (21%) u rpuboB poga kanaugay 37 (40%) neren.
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4. inuTesnbHOE, BOJTHOOOpa3HOe TeYeHUe CUH/pOMa pa3ipaKEéHHOTO KMIIeYHUKa TpebyeT
CBOEBPEMEHHOTI0 BbIIBJIEHUE U yCTPaHEeHUe NIepBONPUYHHBI, IPOBe/leHHe KOMIIJIEKCHOT 0 Jieye-
HUe C IpMMeHeHHWEeM NO0JIMBaJIeHTHOTo ractpodara u sakto G.

Cnucok aumepamypbl:
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MAPIIAJIKMHA T.B., ’)KAHY3AKOBA H.T., 3AUTOBA A.T.
PACIIPOCTPAHEHHOCTHU MYTALIUA Y JETEA C MYKOBHUCLIUA030M B KABAXCTAHE
AO «Hay4HbIN LleHTp NeJUaTPUU U JeTCKOU XUpyprum», I. Anmarsl, Kasaxcran

AxkmyaavbHocmb, MykoBucyuo03 (MB) caMoe pacipocTpaHeHHOe MOHOT€HHO HacjlelyeMoe
3abo0/ieBaHue.

Ha ceropuawmnum geHb BoisiBIeHO cBbille 2000 MyTalui reHa, OTBETCTBEHHBIX 32 pa3BU-
THe CUMIITOMOB MB, U3 KOTOPBIX OOJIBIIMHCTBO SAABJISETCA PeJKUMHU UK JaXKe YHUKAJIbHBIMU.
K/iMHMYecKky 3HaYUMBIMU ABJATCA 4yThb 60Jiee 400 MmyTanuil. OTMe4YeHo, UTO CIEKTP U OTHO-
CUTeJIbHble YacTOTbl MB MyTanui MOTyT CylleCTBEHHO pa3J/iM4aThbC B Pa3HbIX 3THUYECKUX
rpynnax. MamMeHeHue HyKJieOTUJHOU nocaeoBaTesibHOCTU B reHe CFTR croco6cTByeT nsme-
HEHUIO CTPYKTYpPbl U/WJIU CHUXKEHUI0O QYHKLUHK XJIOPHOI'0 KaHasa. B ogHUX ciydasax 6esiok He
dbopMupyeTcs, YTO IPUBOJUT K NOJIHOMY UCUE3HOBEHUIO QYHKIMU XJIOPHOI'0 KaHaJla, B APYTUx
Cy4yasx KOJIMYeCTBO CUHTe3UPYyeMOoro OeJiKa ABJIseTCs He3HAaYUTeJIbHbIM UK GOPMUPYIOLUI-
csl XJIOPHBIM KaHa/ He QYHKLUOHUPYET B JO/DKHOM 06'beMe, YTO 3HAYMTEIbHO CHMXKAeT TPaHC-
MeMOpaHHbIY OTOK HOHOB. [eHeTHYeCcKUH edeKT NPUBOAUT K YBEJTMYEHUIO BA3KOCTH CEKpe-
TOB ¢ OPMUPOBAHUEM B NOCJIEYI0IEM XPOHUYECKOT0, IPOrPeCCUPYIOLIEr0 NOPaXKEHU i bIXa-
TeJIbHOTO TPAKTa, 3K30KPUHHOHU, MTO3JHEE — SHAOKPUHHOW HEJJOCTATOUYHOCTH NOJKeNYJOYHOU
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KeJie3bl, HapylLleHueM paboThl XKeTyA0YHO-KHUIIEYHOr0 TPaKTa U renaToOUIMapHON CUCTEMBI,
CHMKeHUEeM peNnpoAyKTUBHOM QYHKIMHU (pex/e BCero y My»41H) U JpyrUMHU NPOSIBJIEHUSAMHU.

[eHeTHUYeCcKUH MOJUMOPPU3M NPUBOAUT K KJIMHUYECKOMY pa3HOOOpa3uio 3a60J1eBaHUA:
OT TSXKeJIBbIX /10 ero CyOKJIMHUYECKUX GOpM.

Llesv uccaedosarus. 06061IUTh U CUCTEMATU3UPOBATh pPe3y/IbTaThbl FTeHETUYECKOT0 TECTH-
pOBaHUA MaLMEHTOB ¢ MYKOBUCLHA030M B Pecny6smke KazaxcTaH c 1iesiblo OIleHKHU CEKTpa
BbIsiBJIsieMbIX MyTauui reHa CFTR, onpeseseHus UX KJIMHUKO-AUarHOCTUYECKOW 3HAYUMOCTH
1 GOpPMUPOBAHHUSA OCHOBBI /I JJa/IbHENIIET0 COBEPLIEHCTBOBAHUSA CUCTEMBI MeJJUKO-TeHEeTH-
YeCKOT0 CONPOBOX/JEHUS U JUHAMUYEeCKOT0 HabJIloleHHs 3a NallueHTaMHU.

Mamepuasawst u memodul uccaedosarus. Yicrosb3oBanuch JaHHble 197 neTeld B Bo3pacTe
ot 0 no 18 sieT, ¢ BepuPULUPOBAHHBIM AUarHo3oM MB, npoxuBarwLUX B pa3JIMYHbIX peruo-
Hax Kaszaxcrana. /luarHo3 MB nojTBep/JeH Ha OCHOBaHUU KJIUHUYECKOW KAapTHUHBI, JaHHbIX
NOJIOXKUTEJIbHOM MOTOBOUW MPOOBI U/UJIU FeHeTUUYECKOT0 Hccae/joBaHUs. B mpeobajaroniem
O0JIBILIMHCTBE Cy4YaeB UMeJsia MecTo cMeliaHHast popma MB (88,4%), o6yciioBiieHHas coyeTaH-
HbIM IOpaXKeHUEeM OPTaHOB JibIXaHUS U TAaHKpeaTU4YeCKOU HeJJOCTaTOYHOCTbIO Pa3HOM CTelleH!
TskecTu. Jluib y 6 (3,04%) meteit oTMedasiach NpeuMyleCTBEHHO JieroyHasi popma 3aboJie-
BaHMs, HE CONMPOBOX/Aalollasi MaHKpeaTU4eCckor HeJjocTaTouHOCThI0. Y 19 (9,8%) nanyeHTOB
nepBble KJIMHUYECKUe NposiBieHUsl MB 06ycioB/eHbl ObIJIN 3J1eKTPOJUTHBIMU HAapylIeHUSIMH,
YTO COOTBETCTBOBAJIO COJIbTepsAwILel popMme MB nnu cunapomy IlceBgo - bapTTepa, KOTOpbIA
10 CyTHU ABJISIETCH OJJHUM U3 Cepbe3HbIX OCJI0KHEHUH U B psifie Cay4yaeB, ABJseTcsa MaHudecTa-
el 3abosieBaHusA MB ¢ BO3MOXKHBIM JIETAJIbHBIM HCXO/[OM.

MousiekynsipHas AUarHOCTHKA NPOBOJAU/IACH B COOTBETCTBUH C OOILENPUHATON TpexTan-
HocThlo JIHK-guarnoctrku. 1-1 sTan nogpasyMmeBaeT NOUCK YACTBIX MyTaLlMK C UCII0JIb30BAHU-
eM crnelMpUIecKUX AMarHoCTUYeCKUX naHesed. [Ipy OTCyTCTBUM 4aCTbIX FTeHeTUYECKUX BapU-
aHTOB Ha 2-M 3Talle reHeTUYeCKOro UCCle0BaHMS NPOBOJUIIOCH ONIpe/ie/ieHHe HyKJIeOTUHOU
1oc/1e0BaTeJbHOCTA METOJ0M NPSIMOro aBTOMaTHU4YeCKOr0 cekBeHMpoBaHus no CaHrepy. [Ipu
HeoOX0IMMOCTH Ha 3-M 3Talle MPOBOJAUJICS METO/, MyJbTUIJIEKCHON JIMTAa3HOU 30H/I0BOW aM-
mindukanuu (Multiplex ligation-dependent probe amplification - MLPA). 80% reHeTuuyeckux
UcC/1eJ0BaHUM ObLJIU BbINOJHEHBI B OT/ieJIEHUH OHMOJIOTUU U MeJULIMHCKOM reHEeTUKU YHUBED-
CUTETCKOM KAMHUKU MoTtoa (Yexus).

Pe3yibmamul. TeHeTH4Yeckoe 06c/eloBaHUe BbIMoJHEHO ¥ 174 u3 193 geTel, T.e. oxBaT
reHeTU4YeCcKUM 06cefoBaHueM coctaBisieT 88,3%. Cpeau aeteilt npeobJafjaiu JeTU MOHIO-
JouHOM packl 122 (70,1%), a npeacTaBUTes el eBpONeOUAHOM packl 6bL10 — 52 (29,8%). 2
NaToJIOTUYEeCKHue MyTaluu o6HapyxeHbl y 79 (65 %), onHa - y 41 (31,4%). leTepo3urotHoe
HOCHTEeJIbCTBO BbISABJIeHO ¥ 18 feTel 16 U3 KOTOPBIX MPOBOAUJICA TOJIBKO 1 3Tan reHeTu4ecKo-
ro oocne/joBaHus, a 2 AeTAM NIPU NIPOBeJIeHUHU 3-X 3TAallHOI'0 TeHeTUYeCKOIo 06C/1el0BaHus He
BbIsIBJIEHA 2 MAaTOTeHHas MyTalys, HO HaJlMYhe TUITMYHOU KJIMHUYEeCKOW CHMITOMAaTUKHU U He-
OJlHOKPATHBIX MOJIO)KUTEJbHBIX IOTOBBIX TECTOB AUKTYIOT HEOOXOJUMOCTb NPOBeleHUs MOJI-
HOTeHOMHOTr0 00c/e/joBaHUsA. BbisiB/ieHO 59 mnaToreHHbIX BapuaHTOB. /lOMMHUMpPOBAJ BapUaHT
F508del, npuBogsAmui K noTepe aMMHOKHUCJI0ThI peHuJIaJlaHUHA B 0J10)KkeHUU 508 MoJs1eKyJibl
6eska CFTR, aBagoLyiics r/1laBHOW reHeTUYecKOW NpuyrHOM MB Bo BceM Mupe. OH BcTpeyascs
y 101 (58%), kazaxcTaHckoro pebeHka. [Ipu aToM B roMO3UTOTHOM cOoCTOsIHUM Y 38 (22,4%).
Y 3 mauueHTOB Npu romo3urotTHoMm noJsioxkeHuu F508del o6HapykeHa gonosiHuTeNbHaAs ¢e-
HOTUINIUYEeCKas MyTalus, onpeJesrollas Kak KOMIIEKCHBIN ayienb - L467F, npuBoasamas kK
YCTOMYMBOCTHU TapreTHol Tepanui. [lo umMeromuymcsa gauubiM, yactora F508del coctaBasiet 60-
Jiee 65% B 00beJJUHEHHON MUPOBOU BbIOOpPKe 06caef0BaHHbIX 60/bHBIX MB. Kpome F508del
B Pecny6sivke KazaxcTaH 4alle Bcero BCTpevyasiuch Apyrue 14 BapuaHTOB CO C/e/yIOlled HY-
KJIeOTUHOU nocyenoBaTesbHocThiO: F508del 101 (58%), R1066C 17(9,8%), V392G 14 (8%),
2184insA 13 (7, 55), Q290X 12 (6,9%), 1677 delTA 8 (4,6%), 1898+2T>C 8 (4,6%), CFTR 2
-3 del (4,6%), R334W - 6 (3,4%), Y1092X 6 (3,4%), S466X 5 (2,9%), E92K 4(2,3%), N1303K 3
(1,7%), c4111-4113 dup.p 3 (1,7%).

N4



Y 2 mauueHToB ¢ 4yactotod 1,14% BcTpevyanuch myTauuu 3667ins4, 3130delA, E831X,
F1052V,R1070Q, G85E, R1162X, R1070Q, W1282X.

Y 23 pereit BbisiBjeHbl eiuHU4Hble MyTauuu: A 107X, G480D, K68E, L138 ins, R764X,
R709X, R258S, R117S, R1158X, S1196X, S434X,S1159F, T1086I, c 1367T>C, c2818-2819 del AS,
¢ 1393-1G>A, ¢ 1399CT, c 2909-15T>G, 3821 del T, 3718-2477 C>T, 3120+1G>T, 1811+1GA,
936delTA.

Bce reHetnuyeckre BapuaHThl reHa CFTR B 3aBUCMMOCTH OT MeXaHHW3Ma, HApyILLAKIEro
byHk1MI0 6esika, noapasaenstoTcs Ha VI kiaccoB. K I kinaccy oTHOCATCS MyTalydu, NPUBO/S-
mue K ToMy, uTo 6es10k CFTR BooO1e He TPOM3BOAUTCA UM NPOU3BOJUTCA B OYeHb MaJlbIX
kosnuvyectBax. Ko Il kiaccy- 6e/10k CHHTe3UpyeTCs, HO He JOCTUraeT KJIeTOYHOU MeMOpaHbI
v paspyuaeTtcs. [Ipu myTtanusax Il knacca- 6enok CFTR yHKIMOHMPYET, HO He MOXeT OTKPBbI-
BaTbCA JJi IPONYCKaHUA XJOPUZ0B Yepe3 KJIeTOYHYI0 MeMOpaHy, UYTO IPUBOAUT K Hapylie-
HUIO PeryJsaTOPHbIX loMeHOB. MyTanuu IV kiacca conpoBoxgaroTcsa AepeKTaMu NPOBOJUMO-
CTH, IpU KOTOPbIX 6es10k CFTR GyHKIIMOHUPYET, HO He MOXKeT OTKPbIBAThCSA JJ11 HPOMYCKaHUSA
XJIOPU/I0OB Yepe3 KJIETOYHYH MeMOpaHy, YTO NPUBOAUT K HapyLIeHUIO PeryjasTOPHBIX JoMe-
HoB. Hapyuenus cospeBanus MPHK npuBozsine k cHU>XeHUI0 BbIpab0TKU QyHKIIMOHAJIbHO-
ro 6esika CFTR npoucxoaut npu V kinacce mytauui. [lonmxkeHHas yctolyuBocTb 6eska CFTR ¢
OBICTPBIM €ro OBICTPO pa3pyllieHHeM NOocje JOCTHXKEeHU KJIeTOYHOW MeMOpaHbl XxapaKTepHa
JlJ1s1 MyTalUu 6 Kjacca

MyTtanuu knaccos |, II u IIl, kak npaBuJio, acCOLUMPOBAHBI C KJIACCUYECKUMU, TAXKEJbIMU
dopmamu mykoBUcHUA03a. Toraa Kak MyTauu kaaccoB [V u V 06bIYHO CBSI3aHbI € OoJiee MAr-
KUMU popMaMu 3a60J1eBaHUS.

Ta6smua 1. Pacnipenenenve mytanuii B reHe CFTR no kinaccam

Knacc |IlaTosioruyeckuii mpouecc MyTanus

[ HapyieHue cuHTe3a 6eJiKa A 107X.S1196X. 1811+1GA, G542X.

11 HapyieHue co3peBaHUs WU F508del. F1052V.R1066C. Q290X.1677delTA.
TpaHcrnopTa 6eJika S466X. N1303K. 3130delA. R1162X. R1162X.

R258S. 3821delT.
3718-2477 C>T. CFTRdele2,3. R709X. S1196X.

c1393-1G>A.
2721del11.
I11 Hapymenue perynsnuu V392G. E92K. G85E. p.Ser18Leu
1\% Hapywenue npoBoguMoOCTH F1286S.1898+2T>C.Y1092X. 3667ins4. R1070Q.

G85E. G490D.R1070Q. W1282X. G480D. K68E.
R1158X. S434X. S1159F. S434X. S1159F. c
1367T>C. ¢ 1399CT, c 2909-15T>G, M1101K.

R117X.
Vv CHMXKeHUs yPOBHSA HOPMaJsIbHBIX MoJieKys | 2184insA. R334W.
MPHK
VI CHMmKeHMe CTaOUIBHOCTH bOeJIKa 3120+1G>T.

Kak BUJHO U3 Tab/auIbl, MyTalUu Kjacca | B Halux HabJrofeHusax uMes mecto B 2,87%.
CorJ1acHO IaHHBIM JIUTEePATypPbl MyTalUH | Ki1acca, BcTpedaroTcs B 2-5% c/yyaeB BO BCeM MUDe.
CooTHOIIIEHHE «MATKHUX» FTeHETUYECKUX BAPUAHTOB K «TSDKEJIbIMU» ObLJIO MPAKTUYECKHU OMHA-
KOBOE.

XoTs BaprabesibHOCTb KIMHUYECKOTO TeueHUs1 MyKOBHCLM/[03a, HECOMHEHHO, 06yCJIOBJIe-
Ha MHOTOYHCJIEHHOCTBhIO FeHOTHUIIOB. Ha TsXKeCTh KJIMHHUYECKUX MPOsSIBJIEHUIN OKa3bIBaeT BJIU-
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AHHWE COYe€TaHHhe PAa3HOBHUAHOCTb BAPUAHTOB, NIPHU KOTOPbIX BO3MOXHO COYE€TaHHE 2-X «TSDKe-
JIBIX» IIATOJIOTHYECKHX MYTaI_[I/Iﬁ HWJIN HaJIMYHME OJHOI'0 «TAMXEJIOr0o» U OJHOI'0 «MArKOoro» HJjin
ABYX « MATKHUX» TEHETHUYE€CKHNX BAPUAHTOB. Hamu OTME€4Y€HO, YTO MMaJuEHTBI HOCUTE/IN «KMATKHUX»
FeHETHUY€CKHNX BAPHMAHTOB UMEIOT JIydllre [MOKAa3aTe/JIM HYTPUTUBHOI'O CTAaTyCa.

Tabsuna 2. Xapaktepuctruka mytanuu B rene CFTR no gannbim JJHK-guarnoctrku B 2025 1.

Ne Bapuanrsi B reHe CFTR %
1. [eHeTHYecKoe uccaeioBaHue (0XBaT) 174 (88,3%)
Jlos1g BIIBJIEHHBIX BAPUAHTOB

2. /IBe MyTanuu 150
3. OpHa MmyTanus 25
4, 06e MyTal MU He BbISIBJIEHBI 6

5. 06e MyTalMH C TSHKeJIbIM TeHOTUIIOM 93
6. OJfHa MyTanyd C TSHKeJIbIM, BTOpPast MATKUM FeHOTUIIOM 36
7. 06e MyTal MU C MATKUM '€ HOTUIIOM 5

8. MyTanuu ¢ KOMIJIEKCHBIMU aJlJIeJIAMU 10
9. MyTanuu ¢ HeCTaHAapTU3UPOBAHHbBIM KJIaCCOM 5
10. MyTanuu c HeonpegeJeHHbIM KJIacCOM 3
11. MyTanuu ¢ KOMILJIEKCHBIMU aJlJIeIMU 8

KiMHH4YecKol OLeHKH U JJONOJIHUTEJIbHOTO MeHETUYECKOr0 aHa/iu3a TPebyT MyTalUHy,
y KOTOPBIX TOYHBIN KJIacC UX NPUHA/JIEKHOCTH He onpe/iesieH. B Hamux Hab/I0jeHUaX 3TO My-
tauuu E831X, R117, R764X, T1086I, V395G c 2818-2819delAS, 3718-2477C> T. Tpu myTanuu
- L138ins ¢.2909-15 T> G 936delTA o6Hapy>keHHbI€e Yy pa3HbIX MAIUEHTOB MOTYT OTHOCHUThCS K
KJaccy 1 uau kaaccy 2 3aBUCUMOCTU OT KOHKPETHBIX OC/AeCTBUM /1151 OeJiKa.

Jlo npoBeieHUs MOJIEKYJISIPHO-TeHeTU4YecKas AruarHoctrvka MB no npuHiuny TpexaTamnHo-
CTHU AJIUTEeJIbHOE BpeMs NPOBOAUJIOCh UCKJIOUYUTENbHO ¢ ucnosb3oBaHueM [P JIHK guaruo-
ctuki (1 atan) B npegesax 30 HanboJiee YaCThIX MyTaLUH, C UCTI0JIb30BAaHUEM TaK Ha3blBaeMOM
«CJIaBSIHCKOM MaHen», CGOPMUPOBAHHOM 110 MPUHIMIY HanboJiee YacThIX MyTallui, BCTpeyae-
MbIX B cTpaHax EBponbl u Poccuu. Hcnosib30BaHve JaHHOM NIaHeJIW O3BOJIIET HAM BBIAABJAATH
TosIbKO 53% BcTpedyaeMbix B KazaxcTaHe MyTaHTHBIX asiiesieil reHa CFTR. [IpumensieMast aTa xe
naHeJsib B Poccuu no3BoJisieT BBIABUTD 10 75-90% Bcex MyTaHTHBIX assiesiell reHa CFTR nmanesu.

HUccnenoBaHve TMO3BOJIMJIO BbISIBUTH PErvOHabHblE OCOGEHHOCTU KJIMHUKO-TEHETHYeCKHX
acrnekToB MB nyiaHMpoBaHHY MEPOIIPUSATHH 110 Y/Iy4llIeHHUIO KaueCTBa >KU3HU 60J1bHbIX MB B pernone

3akawuerue. MoJieKyJIsIpHO- TeHeTHYecKoe o6cenoBanue 174 neteit ¢ MB BbisiBUJIO pas-
HooOpasue ciekTpa MyTauui reHa CFTR c nromunupoBanuem BapuaHT F508del. C iesibio yMeHb-
IIeHHUs1 CPOKOB U PaCcX0/i0B Ha JUAarHOCTUKY 3ab00sieBaHUsl TpebyeTCs nepecMOTp MaHeaH JJisd
nepBrUYHOM (1 3Tan) AMAarHOCTUKH C yYeTOM pa3HOBU/IHOCTH MyTaLUH /14 AeTel B KazaxcTaHe.

BosibimiuM yuciom MyTanui B reHe CFTR mo-pasHoMy Bausrouiux Ha QYHKIUIO Geska
CFTR M0>XHO 06'bSICHUTD IIUPOKY0 BapUabebHOCTb KJIMHUYECKUX NPOSIBJIEHUH MyKOBHUCLIU/,0-
3a. OTMe4eHHbIe He CTaHAApPTU3UPOBaHHbIE MYTallMU U MyTallMU C HEoNpeZeJIeHHbIM KJ1aCcCOM
TpeOyIOT JaJibHENIIEro TUATeJbHOI0 KIMHUYECKOT0 Hab/II0jeHUsl U AaJIbHEeHIIUX HccieJoBa-
HUM C TOMOILbI0 QYHKIMOHANbHBIX, KyJbTypaJbHbIX U MOJIEKY/ISIPHO-TeHETUYECKHUX METO/0B
JL151 OLLeHKU UX TSKeCTH, NATOTEHHOCTHU U MPUHAAJIEKHOCTH K KJIaCCaM.
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KJIMHUKO-AHAMHECTHUYECKHUE OCOBEHHOCTH BHEBOJIbHUYHOM
IMHEBMOHMM C XKEJE30JE®PULIUTHOM AHEMUEN Y JETEN

"Tepmesckuii ¢purasn TalIKEHTCKOT0 rOCyAapCTBEHHOI0 MeJUIIMHCKOTO0 YHUBEPCUTETQ,
r. Tepmes, Y36ekucTaH
*TallIKeHTCKUU rocyapCTBEHHbIN MeJJUIITMHCKUN YHUBEPCUTET,
r. TallKeHT, Y36eKucTaH

AxkmyaabHocmb, BHe6oibHUYHAsA nHeBMOHUsA (BO6II) aBasieTcsa oaHMM M3 HauboJsiee pac-
IPOCTPaHEeHHbIX MHPEKIIMOHHBIX 3a00JIeBaHUH C Cepbe3HbIM IPOTHO30M. Y MallMEHTOB JeTCKO-
ro Bo3pacTa 3a NocjeJHue rojbl IHEBMOHMUU 3aHMMAIOT OZJHO U3 BeJAYLIUX MeCT B CTPYKType
6poHxoJsierouHoy natoJsioruu [1]. HecMoTps Ha BbiCOKY10 3pPEeKTUBHOCTD Jie4eHUsA aHTUOaKTe-
pHaZIbHBIMU IpenapaTaMy NHEBMOHHUHU OCTalOTCA cpeu 10 BaxkHeNMIIMX NIPUYUH CMEPTHOCTH B
9KOHOMHUYECKH Pa3BUTHIX CTpaHax [3, 7].

Bosibiioe 3HaYeHUe i IPOrHO3a JaHHOrO 3ab0/1eBaHUsl, XapaKTepa ero TedyeHus, pas-
BUTHS OCJIOKHEHUH U BbI3/JOPOBJIEHUS UMeET CIIOCOOHOCTD JIeTCKOTO OpraHM3Ma K MMMYHHO-
My oTBeTy [5,7]. U3BecTHO, 4TO AUCOYHKLIUA UMMYHHON CUCTEMBI B psZie cly4aeB NPUBOAUT
K OCJIO)KHEHHOMY U TS>KeJIOMY TeUYeHUIO NMaTOJIOTUU y JieTel. B cBA3M € 3TUM, cerofHs BaXKHO
yriy6JeHHOe U3yYeHHe HMMYHHOTO CTaTyca NPYU HEroCnUTalbHbIX THEBMOHMUSX, IOCKOJIBKY B
BO3HUKHOBEHUHU 3a60JIeBaHUIN OPTraHOB JbIXaHUA y JeTel BaKHbIM PAaKTOPOM SIBJSITCH OH-
TOreHeTH4YeCKHe 0COOEHHOCTU UMMYHOJIOTUYEeCKOM PeaKTUBHOCTH, KOTOpash HaXOJUTCS B CO-
CTOSIHUM pa3BUTUA U AUPPepeHLIUPOBKU U OTIMYAETCsl HECOBEPILIEHCTBOM pearupoBaHusl Ha
MHG)EKIMOHHbIE areHTHI [ 2, 8].
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3HaYMTEeJIbHYIO POJiIb B HUMMYHHOM OTBETE UrpaeT kesie30. M Ha cerofAHAIIHUN jeHb pac-
IPOCTPAHEHHOCTD KeJjie304ePpULIUTHON aHeMUHU KoJiebseTcsa oT 33-44,5 % y perel npenjo-
IIKOJIbBHOT'0 Bo3pacTa 10 4-35 % y 0o1KOoJIbHUKOB. Kak H3BECTHO, TPU aHEMUSIX HABJIIOJAI0TCsA
3HaYUTeJbHbIe HapyLIeHUsA MeTab0M3Ma B OpraHU3Me BC/Ie[CTBUE aHEMUYECKOM FMIIOKCUU U
cugeponeHuu. CoyetaHue xese30ePpULUTHON aHEMUH C APYTUMHU 3a00/1€BaHUAMU BHYTPEH-
HUX OPTaHOB, C OJJHON CTOPOHBI, IPUBOJUT K BOSHUKHOBEHHUIO CHH/IpOMA B3aUMHOI'0 OTArOIlle-
HUA 3a60J1eBaHUH U UX TeUEHHs, a C IpyToH — YCI0XKHSAET MOJHOLleHHOoe JieueHHe Kak 3aboJieBa-
HUM BHYTPEHHUX OPTaHOB, TaK U caMOH kesie304ePULIUTHON aHeMuH [2,6].

Llenv uccnedosaHus. U3y4uTh KJIMHUKO-aHaMHeCTHYeCKHEe OCOOEHHOCTH TeyeHHs BHe-
60JIbHUYHOW MHEBMOHHWHU, aCCOLIMMPOBAHHOM C 2KeJie304ePULIMTHON aHeMUEH, Y IeTeN pei0-
IIKOJIbHOTO U JIOIIKOJIbHOI'O BO3pacTa Ha COBpEMEHHOM 3Tale.

Mamepuaswvt u Memodsl ucciedosaHus. Bcero Hamu 66110 06¢c1e0BaH 121 pe6EHOK B BO3-
pacte oT 1 g0 7 sieT. U3 HUX 62 pe6EéHKa B Bo3pacTe oT 1 10 3 JIeT, U3 KOTOPbIX 29 ¢ BHEOOIbHYH-
Hol mHeBMOHUel (B6II) 6e3 xxenezonedpunutHoit anemuu (2KZIA) (1A rpynmna) u 33 ¢ B6II c KA
(Ib rpynma). Takxe 59 neTteli 6blM B Bo3pacTe OT 4 0 7 seT, u3 Kotopbix 31 ¢ B6II 6e3 KA
(IIA rpynna) u 28 ¢ B6I1 ¢ XKJJA (1Ib rpynna). Bce feTu nosyyasnu jieyeHue B OT[eJIeHUH TYJIbMO-
HOJIOTUHU KJWHUKU TepMmesckoro ¢urana TI'MY. Bcem feTsaM 6b110 NpoBeJIeHO KOMILJIEKCHOE
KJIMHUKO-aHaMHeCTHUYecKoe 06ceoBaHue. Jluarnos BoOII 6611 BepupUIIMpOBaH COTJIACHO KJIU-
HUYeCKOMY NpoTOoKoay MuH3paBa PY3 «BHe60/IbHMYHAsA THEBMOHUA Yy ieTel». CTeneHb xeJle-
304ebUIMTHON aHEMUH OLleHUBAJIM B COOTBETCTBUM C ypPOBHEM reMorsiobuHa. B nuccienoBanue
BKJIIOYAJIA MALMEHTOB C JIETKOU CTeneHblo aHeMUHU. [Ipu rocnuTanmsanuu B cTalluoHap obuiee
cocTosiHUe AeTel, 60/bHbIX BOII, 661710 cpefiHeTs>KebIM, 6€3 Haluyus oca0kHeHUU BOII u He
Tpe60oBa/Io peaHHMaLMOHHbIX MEPONIPUATHH.

Pezynbemamul uccnedosanus. B pesynbTaTe NpoBeJeHHBIX UCCAeL0BAaHUN ObIJIO YCTAaHOB-
JIEHO, 4YTO MasIbiuKOB 6b1710 70 (57,85%), a ieBouek - 51 (42,15%). BollieynoMsiHy Thle JaHHbIE
npezcTaBJeHbl B Tabule 1.

Ta6suna 1. Pacnpepenenue aetei, 60JbHbIX C BHEOOJIBHUYHON THEBMOHMEH, IO MOy

1A 1 b noarpynna |2 Anoarpynna |[2b Bcero
IMon noArpynmna (n=33) (n=31) noArpymnna (n=121)

(n=29) (n=28)

n % n % n % n % n %
JeBoukU 11 21,6 16 |31,4 14 (27,4 10 |19,6 51 |42
Maspuuku 18 25,7 17 |24,3 17 | 24,3 18 |25,7 70 |579
Bcero 29 24,0 33 |27,3 31 (25,6 28 23,1 121 |100

BoJIbIIMHCTBO JieTel, 3a60JieBIIMX MHEBMOHMEHN, POAUJIUCH OT NMEePBOU GepeMeHHOCTH
(58,68%) mo cpaBHeHHUIO CO BTOPOM WM TpeThel. Hamu Oblsla BbIsIBJieHAa B3aUMOCBSI3b
Mex 1y 3abosieBaHueM getel B6II, accouurpoBannyto ¢ ’K/|A u onpeeseHHbIMU paKTopa-
MU. BbLJIO yCTaHOBJIEHO, YTO NMATOJIOTHUSI 6ePEMEHHOCTH JJOCTOBEPHO Yallle BCTpevyasaach y Ma-
Tepei fetelt ¢ B6II c K/IA, B oTinuue oT MaTepel feteil ¢ B6II 6e3 K/IA. Yrposa npepbiBaHUsA
6epemenHoctu (B6II) B rpynme aeteit ¢ 2K/JJA umena mecto y 18 (29,51%) maTepei, Toraa Kak
B rpyne 6e3 XK/JIA -y 7 maTepeii (11,67%)(p<0,01). Tokcuko3oM [ m0JI0BUHBI OCJI0XKHAJIOCH Te-
yeHHe 6epeMeHHOCTH y 14 (22, 95%) maTepeii naguenToB ¢ 2K/IA npotus 5 (8,33%) (p<0,01)
MaTepel nauueHToB 6e3 K/IA u Il nosi0oBUHBI 6€épeMeHHOCTH — COOTBETCTBEHHO Y 6 (9,84%) u
3 (5%). B rpynne petei c XKJA nedunntHas aHeMus BbiaBsAaach y 29 (47,54%) 6epeMeHHBIX,
YTO JJOCTOBEPHO yYallle, ueM B rpynne jgeteit 6e3 XKJA - 17 (28,33%) (p<0,01). OPBU Bo Bpema
6epeMeHHOCTHU nepebosienu 14 (22,95%) matepeit geteit c 2KJA u 11 (18,33%) maTepeit aeteit
6e3 K/JA.Y 2 (3,28%) maTepelt nanueHTOB ¢ 2K/|A 6epeMeHHOCTb 0C/I0’KHUIACh T'eCTALlMOHHbBIM
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nuesoHepputoM. 17 (27,87 %) matepeit geteid c XKJAA u 6 (10,00 %) (p<0,01) maTepelt nanueH-
TOoB 6e3 XK/IA poauiu nyTeM poBeJieHUs KecapeBa cedeHUs1. Cpeiu Bcex 06c/ieJ0BaHHBIX 60J1b-
HbIX € KJA 7 (11,48%) u 4 (6,67%) neteit 6e3 XK/IA poauavch HefloHOEHHBIMY, 3 (4,92%) n 1
(1,67%) pe6eHOK COOTBETCTBEHHO — B COCTOSIHUM aCHUKCUH, COBNAatoLlel C JaHHbIMU TPy b
koHTpoJis (p>0,05).

Cpenu Bcex BO3pacToB JieTel, 60sbHbIX BOII, mouTu nosioBuHa (52,07 %), 4TO 3HaYUTETbHO
6oJiblile, YeM MPaKTUYECKU 30pOBbIX feTel (24,32 %) (p<0,01), HaxoUIUCh HA UCKYCCTBEH-
HOM BCKapMJIMBaHUHM, U3 KOTOPbIX65,57% (p<0,01)- manuents! c XK/JA. Kpome Toro, 26,45%
JleTel moJiydyad CMeCH C POXK/AEHUS N0 MPUYHHE PA3BUTHUSA THIO- UM arajlaKTHH y MaTepem.
BosbmnHcTBO feteit (82,50%) (p<0,01) mosy4anu BbiCOKOaJanTUPOBaHHbIe cMecH, a 17,50%
JleTel — BCKapMJIMBaJIMCh pa3Be/leHHbIM KOPOBbUM MOJIOKOM, Cpeiv KOTOpbIX 71,43% 60JIbHBIX
B6II ¢ 2KZIA (p<0,01). Yaie cpey conyTCTBYOILEeN NaTO0rUU y AeTel ¢ BOIl oaguHakoBo yacTo
Kak Ha ¢oHe aHeMuu,Tak U 6e3 XK/IA, fuarHoctupoBaivch runepmaasua tumyca I ct. (12,40
%) (p<0,01), aHoMa/bHO pacnoJioXKeHHble (MU AOMOJHUTENbHbIE) XOP/bI JIEBOTO KeJyA0uKa
(9,92 %) (p>0,05), runepnuazusa tumyca Il ct. (7,44%) (p<0,01) no cpaBHEHMUIO C JAaHHBIMU Jie-
TeW rpynIbl KOHTPOJIA.

Y 71 (58,68%) 60JbHBIX OTMeYaIOCh B aHaMHe3e MacCMBHOe KypeHue, npudeM y 40,85%
JleTel Kypuiu 06a poautes, y 45,07% — Tonbko otel, ay 14,08% - Tosibko MaTh. Y naliueHTOB
¢ B6Il maccuBHOe KypeHUe B aHaMHe3e BCTPevyasioch Yallle, YeM B IpyIiNe NpPakTUYeCKH 3/10pO-
BbIX fleTel (p<0,01).

Ha MoMeHT rocnuTanusanuu B KJIUHUYecKoW kapTuHe BOII kak y geteit 6e3 XK/A, Tak
1 y 60sbHBbIX C 2K/[A, 0fMHAKOBO 4aCTO BBISBJSJIMCH KaTapaibHblil (cooTBeTcTBEHHO 80,00 1
86,89% neteit, p>0,05), runeprepmudeckuii (coorserctBeHHo 80,00 u 77,05%, p>0,06) 73,77
% cooTBeTCcTBeHHO, p>0,05). UHTOKCUKALLMOHHBIA CUHJPOM AMarHOCTUPOBAJICH JLOCTOBEPHO
yauge y aeteit ¢ XK/IA, yem 6e3 KA (66,67 u 86,89%, p<0,01), u nposiBjsiics obiel caabo-
CTbIO (cooTBeTcTBeHHO 61,54 U 81,25%, p<0,01), pasapakKUTEJbHOCTbHIO U MJIAKCUBOCTHIO (CO-
OoTBeTCTBEHHO 57,6 p>0,05), moTepel UiM MOHUKEHUEM anleTUTa (COOTBETCTBEHHO 61,54 u
81, 25 %, p<0,01). lIpu 3TOM AOCTOBEPHO yallle NPU3HAKU HecleluPUIeCKON MHTOKCUKALIUU
OTMeYaJsluCh y JleTel npeaaokoabHoro Bospacra (91,94%, p<0,05). [Ipu ocmoTpe obpaiaia
Ha cebs1 BHUMaHUe 6JieJHOCTb KOXKHbIX OKPOBOB (y 46,67% 6e3 3/1A u 81,97% neteit ¢ 3/1A,
p<0,01), cyxocTb k0xku y (6,67 1 88,52%, p<0,01) nayueHTOB, NepuopbUTaIbHbIe TEHU Y (26,67
1 47,54% cootBeTcTBeHHO, p<0,01) 60sbHBIX. C/ieyeT OTMETHUTD, YTO J@HHbIE IPOSIBJIEHUS J10-
CTOBEPHO yallle HabJII0/Ja/IMCh Y AeTel npeiAo1iKobHOTo Bo3pacTa (p<0,05).

Cpenu cumntToMoB 3abosieBaHusl y 601bHBbIX BOII kak 6e3 K/IA, Tak u ¢ XK/[A, BbisiBasICH
BAaxHbIN (73,33 u 70,49% COOTBETCTBEHHO) U CyXOH, MaJIONPOAYKTUBHBIN Kaulesb (21,76 u
26,23% coOoTBETCTBEHHO). Mex Ay TeM, BJIQXKHbIN Kalllesib JUarHOCTUPOBAJICS JOCTOBEPHO Yallle,
yeM cyxoi (p<0,01).Y 5% peteli 6e3 KA u 3,28% 60sbHBIX ¢ HK/IA Kawenb oTcyTcTBOBaL [Ipu-
YyeM y MaljMeHTOB NMPeAJ0IIKOJbHOI0 BO3PACTa, 10 CPAaBHEHUIO C 60JIbHBIMU JIOIIKOJILHOTO BO3-
pacTa, yalie oTMeyvaJsicsl BJaxKHbIN Kaiesb (88, 71 u 57,63% cootBeTcTBeHHO p<0,01), KOTOpBII
ObLI pPABHOMEPHBIM B TeYeHHUe JIHS. B To BpeMs Kak Ha CyX0i, MaJIONPOAYKTUBHbBIN KalllesIb Jalle
»KaJIOBAJIUCh JIeTH A0LIKOJAbHOTO Bo3pacTa (p<0,01). Ha HacMOpK, 3a/10)KEHHOCTb HOCOBBIX XOZI0B
»asioBasiuch 80,00% 6oabHbIX 6€3 KA u 86,89% npeteit ¢ 3/IA. O61UH acTeHOBereTaTUBHBIN
CUMIITOMOKOMILJIEKC U3BJIEKaJICS NPAKTUYECKH y BCeX 00C/ieloBaHHbIX ZeTell. PeObpUIbHbIN Xa-
paKTep JIMXOpaAKH, Mpojo/nKaBllelics 6oJiee 3 cyTok, oTMevascs ¥ 33,33% geteit 6e3 KA u
40,98% nauunenToB ¢ XK/IA, rekTudeckuit xapakrep -y 13,33% neteii c B6I1 6e3 3/J[Auy 19,67%
60sbHBIX BOII ¢ 2K/IA. TeueHue 60Jie3HM 6e3 MOBBILIEHUS TeMIlepaTyphbl Teja JUarHOCTUPOBa-
Jioch cooTBeTCcTBeHHO Yy 18,33% nmetelt 6e3 KA uy 22,95% 60abHbIX 2K/IA. Y 60/1bHBIX IPEA0-
IIKOJIbHOT'O BO3pacTa CpeiHUE 3HAaYeHUsI TeMIepaTyphl Tesa coctassiu (38,4+0,11) °C u 6b1mn
JIOCTOBEPHO BbIllIE, YeM Y NALIMEHTOB JIoLIKo/bHOTO Bo3pacTa ((38, 0£0,12) °C) (p<0,05).

[Ipu dpusukanbHOM 06cae0BaHKU 601bHBIX BOII 6e3 XK/IA u JK/JA ykopodyeHHe epKyTOp-
HOTO0 3ByKa JiuarHoctupoBasioch y 48,33 uy 54,10% fieTell COOTBETCTBEHHO, KOPOOOUHBIN OTTeE-
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HOK 3ByKa -y 20,00 uy 19,67% 60/1bHbIX COOTBETCTBeHHO. ¥ 31,67% neteii c BBII 6e3 XKIAuy
26,23% naunuenTos ¢ BBII ¢ 2K/IA nsmeHeHHs NepKyTOPHOTrO 3ByKa He BBIABJAINCh. AyCKy/bTa-
TUBHbIe U3MEHEeHU B JIeTKUX JleTel ¢ B6II xapakTepusoBaiuck ocsnabieHHbIM (40,00 1 39,34%
COOTBETCTBEHHO) UJIU )KeCTKUM AbixaHueM (60,0 u 60,6% cooTBETCTBEHHO), HAJTUYUEM MEJIKO-
ny3bIpyaThixX BaaXKHbIX (45,0% u 37,70% COOTBETCTBEHHO), pa3HOKAJUOEPHBIX CyXuX (3 u 3)
(13,33 1 16,39%) xpunos u kpenutanuu (5,00 1 9,84% cooTBeTCTBEHHO). XpUIIbI HE BBICIYLIHN-
Basiuch y 13,34 u 14,76% JieTell COOTBETCTBEHHO. Y OGOJIbIIMHCTBA NallMeHTOB, 60JbHbIX BOII,
kak 6e3 K/IA, Tak u c 2K/IA (cooTBeTcTBEHHO 76,67 11 81,97%) HabII0AAIUCH KIMHAYECKHUE TIPO-
sIBJIEHUS1 HapylleHUsl MUKPOOMOLeHO3a TOJICTOM KUMIIKHU. Tak, cppiruBaHUe 0TMevasoch y 40 u
44,26 %, COOTBETCTBEHHO, JleTel, B3J[yTHe )KUBOTa U MeTeopusM -y 58,33 1 67,21 %, peota -y
16,67 u 18,03 %, HEyCTOMYHUBOCTD CTYJIa, HEPABHOMEPHOE OKpallMBaHUE KaJOBbIX Macc -y 39,
y 40,00 u 42,62% u HacsioeHUs1 Ha s3biKe -y 58,33 u 67,21% 6osbHbIX BOII 6€3 2K/IA u Ha doHe
KJA. llpu yeM y ieTell npeJOLIKOJIBHOT0 BO3pacTa Yallle BbIABJAAIUCH cpbiruBaHus (p<0,05),
nepuoguyeckas 60Jib B :kuB0oTe (p<0,05), HEyCTOMYHUBOCTD CTYJIa, HEPABHOMEPHOE OKpallUBa-
HUe KasoBbIX Macc (p<0,05), 4eM y naliueHTOB JJOLIKOJIbHOI'0 BO3pacTa.

Y netelt, 60sbHBIX BOII, yallje Bcero AMarHoCTUPOBaIM NPAaBOCTOPOHHIOK JIOKAJIU3aALUI0
natoJsiorudeckoro npouecca (y 60,00% nauuenton 6e3 KA u 59,02% neteit c 2KJIA cooTBeT-
cTBeHHO). JleBocTopoHHI010 (y 30,00% 60sbHBIX 6e3 XK/JA (p<0,01) u y 34,43% nayueHTOB C
KIA (p<0,01)) u aBycroponHioto nHeBMoHMIO (10,00 u 6,55% cooTBeTcTBeHHO, (p<0,01))
BBISIBJISIIM pexxke. HUKHSA [10/1 JIerKUX Mopakasiach yalle y geTel obeux noarpynn (71,67 u
62,30% cooTBeTCTBEHHO), YeM BepxHss (16,67% y aeteit 6e3 XK/A, p<0, 01 u 24,59% y nauuen-
ToB ¢ 2K/IA, p<0,01) u cpeguss (11,66% y 6osnbHbIx 6€3 3/JA u <0,0

Buigodbui:

1. ®akTopamu pucka pa3utusa BBIl y feTell ABAAOTCA: NaTOJOTUYECKOe TeueHUe Oe-
pPEMEHHOCTH y MaTepeH, poZibl IyTeM KecapeBa Ce4eHHs, IaCCUBHOe KypeHHue JleTel, UCKYC-
CTBEHHOEe BCKapMJIMBaHUe. Y MaTepel nanueHToB, 601bHbIX BBII Ha poHe K/IA, ocToBepHO
yallle NposIBJIsJIOCh IATOJIOrUYeCKoe TeyeHre 6epeMeHHOCTH, AepULIMTHasA aHeMUs GepeMeH-
HBIX, pa3pelleHusi poJoB NyTeM KecapeBa cedyeHHUs. Y 60bHbIX BOII ¢ 2K/[A, 6b1y1a J0ocTOBEPHO
MeHblllasi Macca TeJsa OpU poxAeHuHU, yeM y nauueHToB ¢ B6Il 6e3 KA, 6osbmias yacToTa
MCKYCCTBEHHOT O BCKapMJIMBaHHUs, B aHaMHe3e B6Il u/uav 6poHXUT.

2. Knunuyeckas kapTuHa B6Il y feTel J0OIIKOJBHOTO U IIKOJBHOI'0 BO3pacTa Npy roclu-
TaJU3allMd B CTAaLlMOHApP XapaKTepu30BaJsachb MOBbILIEHHWEM TeMIepaTyphbl TeJa, BJaXKHbIM
WJIM CYXUM KalllJleM, OJbIIIKOW, CHUKEHUEM allleTUTa, ApsA06I0CTbI0 U ca1abocThio. JIoKalbHO
IpY ayCKyJbTalUU ONpeJiesIsA/INCh BJIaXKHble MeJIKOMY3bIpHble, pa3HOKaJIUOepHble BIaXHbIE,
Cyxue XpUIlbl U KpenuTtauus. [laTosorndyeckuit nponecc y getei JOCTOBEPHO Yallle JOKaJIU30-
BaJICS B IPaBOM JIETKOM, B TO Ke BpeMsl, HWXKHASA J0J15 JIETKUX NopaXkajach yallle, 4eM Bepx-
HAA U cpefHad. CiefyeT 06paTUTh BHUMaHUe, UYTO B OTJIMYMe OT 60sbHBbIX BOII 6e3 /A, y
nanueHToB Ha poHe K/IA TeueHue BOII xapakTepusoBaioch 60Jiee 3HAUUTENbHBIM UHTOKCH-
KallMOHHBIM CUHJIPOMOM.
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HA3APOBA A.3., KHUCJIEHKO A.B.
KJIMHUYECKUH C/IYYAU CHUHAPOMA MAPTHUHA - BEJLI
AO «Hay4HbIN LleHTp NeJUaTPUU U LeTCKOU XUpyprum», I. Anmarsl, Kasaxcran

AkmyasavHocmo. CugpoM MapTuHa - Bess nav cuHApOM JIOMKOHM X-XpOMOCOMBI — 3TO Ha-
caeAcTBeHHOe X-clienjieHHoe (CBsI3aHHOE C M0JI0M) 3a00/1eBaHKe, BO3HUKAIOIIee B pe3y/ibTaTe
HapyuieHul B reHe FMR1 (fragile X mental retardation 1) [1,3,5]. CuHApOM XapakTepu3yeTcs
YMCTBEHHOW OTCTa/JIOCThI0 Pa3HOU CTeNeHH, HapyllleHHeM KOHLleHTPaL Ui BHUMaHUs, pe4eBoro
pa3BUTHS, a TAKXKE MOXKET COMPOBOXKAATHCA JPYTUMHU KJIUHWYECKUMU NPOsiBJAeHUAMU. CUHAPOM
JIOMKOH X-XpOMOCOMBI MOKET BCTpeyaTbCs Yy 000UX M0JI0B, HO MY>KUYHHbI CTPaZJAl0T 3TUM 3a60-
JIeBaHMEM 4allle U TsKeJlee, TaK KaK UMeloT BCero oJHy X-xpoMocoMy. PacnpocTpaHeHHOCTB: 1
Ha 4000 cpeay my>xuuH U 1 Ha 6000 cpeau xkeHLuUH [5,6].

Mamepuanavl u memodoel uccaedosanus. llpeacTaBiieH KJIWMHAYeCKUH ciaydad CUHJpoMa
MapTuHa - bes.

B KOHCY/bTaTUBHO - AMAarHOCTUYeCcKoe oTJeseHUe HaydHoro neHTpa nejuaTpuu U JeT-
CKOU XMpYyprum obpaTuiach MaMa, € xajobaMu, 4To y pebeHKa 8 jieT, oTMevyaeTcs U3buparTeib-
HbIHM anneTuT, 60JIU B )KUBOTe, NJ10Xas IprUbaBKa B Bece.

13 aHaMHe3a: pebeHOK HabJIl0/jaeTcs 10 MeCTY KUTeJIbCTBAa y HEBPONATOJIOra C JUarHo-
30M Pe3ujgyanbHas aHiedanonaTus. 3aJiepkKa ncuxo — peyeBoro passutus. C/IBI. Mukpore-
danpHbIM cMHAPOM. PebeHOK OT BTOPOU JOHOLIIEHHOM 6epeMeHHOCTH, Bec Npu poxaeHnu 4050
rpaMM, HaxOJUJICA Ha IPyJHOM BCKapMJIMBAaHWH, IPUKOPMBbI BBeJleHbl C 6 MecslieB, COIJIACHO
Bo3pacTy. Kamu MosiouHble, mope GpyKTOBOE, OBOIIHOE, MSICHOE eJ1 HEOXOTHO. C 9-Mecsa4HOro
BO3pacTa BBeZleHa alyioduibHasg NojcaalleHHas IPOCTOKBalla, KOTOPbIM COCTaBJIAJ] MOCTO-
AHHBIA palMoH pebeHka B o6beMe 10 1,0-1,5 siuTpa B cyTkU. Co C10B MaMbl, 60JIU B )KUBOTE
nocJe npyveMa nuiyu. Pe6eHoK B BO3pacTe Tpex JieT HeOJHOKpPATHO noJyyas JjiedyeHue y JIOP
Bpaya C iMarHo30M /IByXCTOPOHHSSA KOHYKTUBHAs TYTOYX0CTb, a/IFTe3UBHBbIN OTUT. B naTuieT-
HeM BO3pacTe Obljla IPOBeJieHa ypeTepoIlJIacTUKa 110 MOBOAY runocnaauu. KoHcysnbTUpOBaH B
yeThIpexJeTHeM Bo3pacTe 0pTalbM0JIOTOM, 3aKJIK0UEHHUE — MUOIUSA CJ1ab0U CTeNeH!U, YeJIF0OCTHO
- JIMLeBbIM XUpyprom - [lape3 MArkoro Heb6a. B aByxjieTHEM Bo3pacTe HaXOUJICA B OTAEJeHUU
o61eit neauaTpuu HayyHoro LieHTpa nefyuaTpyUu U e TCKOW XUPYPIUY, I/ie ObLI BICTaBJIEH U~
arHo3 3HTeponaTHs, UHAYLUPOBaHHas MUILEeBbIM 6eJIKOM. bblla Ha3HavyeHa runoasijiepreHHas
JIUeTa, C UCKJIIDYeHHeM OeJika KOPOBbero MoJIoKa. Y4uThiBas, uTo y pebeHka ARFID - cunapom
(n3beraTesibHO- OrPpaHUYMUTENbHOE PACCTPOMCTBO MULIEBOT0 NOBEAEHU), IUETA C UCKJIFOUYEHU-
eM MPOCTOKBALIM HEBO3MOXHA. M MOCTOsAHHOE MPUCYTCTBUE B pallMoHe anuAopuIbHON Mpo-
CTOKBAlY, O C/NalleHHON Ha OCHOBe 6esiKa KOpOBbero MOJIOKA, BbI3bIBaeT MOCTOSIHHbIE ab/10-
MHUHaJIbHbIE OOJIH.

HacneacTBeHHOCTD €O CJIOB MaMbl He OTATOLEHa, ana U MaMa 3/10poBbl, 6pat, 11 et -
3/10pOB.
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[Ipu ocMOTpe: KOXKHble TOKPOBbI YUCThIE, HA KUCTAX KOKa runepasacTuyHa. Beco - pocro-
Bble N0Ka3aTesJ Iy COOTBETCTBYIOT HYTPUTUBHOM HEJLOCTAaTOYHOCTHU JIETKOU cTeneHU. MHOXe-
CTBO CTUI'M /1M33MOpHOTeHe3a: rojoBa 60JbIlasi, BBICOKHH JI06, yIJIOLEHHAsA CpeHAS 4acThb
JINLA, KJAIOBOBU/HO 3arHYThlil KOHYMK HOCA. YIIM OTTONbIPEHHbIE, HU3KO PaCHOJIOKEHHBIE.
KucTu v cTonel miMpokue, JUCTalbHble QalaHTU NaJiblieB LIMPOKUE, CYCTaBbl UMEIOT MOBbI-
IIEHHY0 OJBUKHOCTb, HOT'TU UcuepyeHbl. Pe6eHOK TOBOPUT 6BICTPO, COUBYUBO, HE CMOTPUT
B I/1a3a, He JIIOOUT NPUKOCHOBeHUsA. Ha MOMeHT ocMoTpa: B NIMTaHUM MOHOOGJII0/1a, TPOCTO-
kBaua A0 800 M B AeHb. [Ipy CONPUKOCHOBEHUU C AToAaMHy U GpyKTaMu Ha Jiuiie u3obpa-
»KaeT pas/iMyHble rpuMachl. [locse foo6cie0BaHUsA B KOHCYJIbTaTUBHO — JUAarHOCTUYECKOM
oTAeseHUH (yabTpa3ByKoOBoOe 06C/ie/JloBaHUEe OPraHOB OPIOIIHOM MOJIOCTH, OYEK, IXOKAP/IUO-
rpadpuveckoe uccael0BaHueE, 1JabopaTOPHOe 06Ce/joBaHKEe) peObeHOK ¢ JUarHo30M- besikoBo
- JHepreTHYecKas HeJJOCTATOYHOCTD JIETKOH cTeneHU. PaccTpolcTBO ayTUCTUYECKOTO CIIEeK-
Tpa?, yYYUThIBasl, YTO UMeETCS MHOXKECTBO CTUTM IM33MOpHUOTeHe3a, 3a/lepKKa IICUXopeyeBo-
ro pa3BUTHS OblJI HallpaBJIeH Ha KOHCYJIbTALlMI0 K TeHeTUKY. MaMa pe6eHKa 6bljia BO3MYILleHa
Y KaTeropu4ecky oTKasasach OT NOCelleHUs reHeTHKa, CChlIasiCh, YTO pebeHOK 3/J0pOB.

[Ipy NOBTOPHOM OCMOTpE B KOHCYJIbTATUBHO — IMarHOCTUYECKOM OT/leJIeHUHU yepe3 6 Me-
cdlleB — CAaMO4YyBCTBUE MaJIbiMKa He CTpaZaeT, aKTUBHBIM, IIJIOCKasA BecoBask KpUBas, alllleTUT
u36MpaTesIbHbIN, NUTaHUEe 0AHOOOpa3Hoe. MaMa c pebeHKOM BCe-TaK{ MPOILJIU FeHeTUYeCcKoe
KOHCYJIbTUPOBaHUE U 00C/e[j0BaHUe, BbICTaBJeH AuarHo3: CuHapoM MapTuHa - Benn wiau
CUH/IPOM JIOMKOU X-XpOMOCOMBI. BblJ1 peKOMeH/10BaH JJINTeJbHbIN GOoJNMeBON KUCIOTHI [2,4],
YPOBEeHb KOTOPOTo B KpoBHU 6b1J1 2,8 Hr\MJ1 (HopMa 3,1-20,5Hr\mu1). Yepes mecTb MecsLeB Npu
IOBTOPHOM OCMOTpE ypOBeHb $OJIMEBOM KUCJIOThI JOCTUT HOPMaJbHbIX 3HaYeHUU. Takxke pe-
6eHKy ObLJI0 peKOMEeH/J0BaHO IocelleHue KOPPEKIIMOHHBIX 3aHATUH C JIOTONeJoM, KOHCY/IbTa-
U ICUXUATpA.

B npejcTaB/ieHHOM KJIMHUYECKOM HaOJ/II0[eHUH, HECMOTPS Ha TO YTO pe6eHOK C paHHero
JleTCTBa HabJI10/jaeTCsA y CHELMaJUCTOB C pa3HbIMU CUMITOMOKOMILJIEKCAMHU, TOJILKO B 8-/1€eT-
HeM BO3pacTe yCTAaHOBJIEH PAaBUJIbHbIN JUAarHO3.

Bbigod. TakuM 06pa3oM, 1eTAAM € MHOXKeCTBEHHbIMU CTUTMaMU IM33MOpUOTeHe3a, 3a/iepiK-
KOM ICUX0peyeBOro, MOTOPHOTO Pa3BUTHS, CHHAPOMOM U36MpaTeJbHOTO MUTAaHUS HEOOXOIU-
MO NpOBeJieHHe pacllIUPEeHHOT0 reHeTUYeCcKoro uccaenoBanus [1,5].

Cnucok aumepamypbl:
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HYPKEHOB P.E.!, KYATXXAH E.)K.?2, KYCAUHOB /I.H.!
OCOBEHHOCTH I3T/KT Y AETEHN CO 3/I0KAYECTBEHHbIMU HOBOOBEPA30OBAHUSAMU

'AO «Hay4HbI¥ LIeHTp NeAUAaTPUH U JeTCKOM XUPYpruu», r. Anmatsl, Kazaxctan
ZlenTpa sgepHoi Meauiuabl «MIG QAZAQSTANY, r. AnmaTsl, Kazaxctan

AkmyasabHocmb, PaHHAS U TOYHas JMArHOCTUKa 3JI0Ka4eCTBEHHbIX HOBOOOpPAa30BaHUM Y
JleTed 0CTaeTCs OJHOM U3 NMPUOPHUTETHBIX 33/a4 COBpeMEHHOMN NeUaTPUYeCKOW OHKOJIOTHH.
TpasguLMOHHBIE METO/ibl BU3ya/IM3allMi He BCerJa N03BOJIAIOT NPOBECTH CTaZMpOBaHUE, CBO-
eBpeMeHHO BBbISIBUTb MeTacTaTUYeCKOoe MopakeHue U OLeHUTb 3G PEeKTUBHOCTb NPOBOAUMOU
Tepanuu. [[puMeHeHre MNO3UTPOHHO-3MUCCUOHHOM TOMOrpadru, COBMeIeHHON C KOMIIbIOTEep-
Ho ToMorpadueii (II3T/KT), oTkpbiBaeT HOBble BO3MOXHOCTH /1J1s1 KOMIIJIEKCHOM OLleHKHU pac-
NPOCTPAaHEHHOCTHU OHKOJIOTMYECKOT0 IPOoLecca ¥ MOHUTOPHHTA JIeYeHUSL.

Llenb uccaedosanus. OUeHUTh AUATHOCTUYECKHE BO3MOXXHOCTH U KJIMHUYECKyr 3ddek-
TuBHOCTb npuMeHenus [I3T/KT ¢ *8F-pTopae30KcuIioKo30i y AeTel co 310KadeCTBEHHbBIMU
HOBOOOpAa30BaHUAMH, OIpeseSUTh 0COOEHHOCTH NMpPOBeJleHUs UCCIe[0BaHUsA B MejuaTpuye-
CKOM IIpaKTHUKe.

Mamepuasawst u memoost. [IpoBesien ananus pe3yabtaToB [I19T /KT ucciegosanuil y 120 ge-
Tel Cc pa3/iIMYHbIMU POpPMaMM 3J10Ka4yeCTBEHHbIX HOBOOOpa3oBaHuUil 3a nepuon 2022-2025 rr.
Bce Mcc/ie[0BaHKA BBINOJHANUCDH C UCIIO/Ib30BaHKUeM paguodapmnpenapata SF-®/IT ¢ cobro-
JleHreM CIleljMaJbHbIX TPOTOKOJIOB MOJTOTOBKH 1S leuaTpUieCKUX NalUeHTOB.

Ta6suua 1. PacnpeseneHve naiiueHTOB MO HO30JIOTHUSIM:

Ho3osiorusa Kosin4yecTBO NaneHTOB IIpoueHT
JlumMmdbombl XomKKHUHA 54 45%
MsIrKOTKaHHbIEe ONYXO0JIH 12 10%
[epMUHOTEHHO-KJIETOYHAs ONYX0JIb 9 7,5%
Helipo6sacToma 9 7,5%
OcTeocapkoMa 8 6,67%
OnyxoJiv movek 6 5%
Capkoma HOuHra 4 3,33%
lenaTo6JsiacToMa 3 2,5%
OnyxoJib NIMTOBUAHOM 3KeJie3bl 3 2,5%
F'ncTronyTO3 2 1,67%
PeTuHo6/1acTOMA 2 1,67%
Jpyrue pefkue onyxoJu 8 6,67%

[TosioBO3pacTHas XapaKTepUCTHUKa:

Myxckoi nmost: 86 nauueHToB (71,66%), >keHcku# noJt: 34 nayueHTa (28,34%)
Bospact 3-6: 15 mauuenToB (12,5%)

Bospact 7-12: 41 nauueHT (34,17%)

Bospact 13-18: 64 nanuenT (53,33%)

[ToBTOpHBIE UccaefoBaHus: 40 ManyMeHTOB (MaLMEHTbI B JHHAMUYECKOM HAGJII0/JeHUH )
JletanbHbid ucxoA: 10 nanueHToB (8,33%)

Pe3ynemamui uccaedosarusi. OCHOBHbIe NoKa3aTeau 3G PeKTUBHOCTHU:
YyBCTBUTENbHOCTb MeToia: 95-98% auis1 iuMmbom, 88-92% a5t COMUHBIX OMyxosei
CnenududHocTb: 89-94% npu cob110jeHUY NPOTOKOJIa MOATOTOBKHU

TouHocTk cTagvpoBaHusA: MoBbilieHa Ha 23% 1o cpaBHeHuto ¢ KT/MPT

BoisiBJIeHHe pellu/JUBOB: Ha 6-8 MecsileB paHbllle KIMHUYECKUX MTPOsiBJIeHUH
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Bo3pacTHble 0CO6eHHOCTH HakomeHus “SF-O/IT:

Bricokoe HakonJieHHe B Kope rojioBHoro Mo3ra (SUVmax 8-12) 1 6a3a/ibHbIX FaHIVIUAX
AKTHBHOe HaKoIJieHUe B TUMYce (0ocobeHHO y fieTel A0 10 JieT)

Hakonsienue B 30Hax pocta (SUVmax 2-4) 1 KOCTHOM MO3re

CuMMeTpHYHOE HaKomeHUe B TecTuky/ax (SUVmax 1,5-2,5)

0OCco06eHHOCTb METOJUKHU

CnenuyasibHas NIOATOTOBKA:

[IpodunakTrka akTUBaLMU OypoOro xupa

Ta6auua 2. CpaBHUTeIbHAA 3G PEKTUBHOCTb METOJ0B JUAarHOCTUKHU

MeTop uccienoBaiuss | YyBCTBUTE/IbHOCTD CnepypuyHOCTD JlydeBas Harpyska

MI3T/KT c **F-OJIT 95-98% 89-94% 5-8 M3B

KT c KoHTpacToM 75-85% 80-88% 3-5M3B

MPT 85-90% 85-92% OTcyTcTByeT

Y3U 60-70% 70-80% OTcyTcTByeT
[IpeumymectBa [19T/KT:

o QyHKIMOHa/NbHAasA UHOpMALU: OLleHKAa MeTab0JIN4eCKON aKTUBHOCTH

e HccienoBaHue Bcero TeJsa: 3a oguH ceaHc (60-90 MUHYT)

e PaHHee BbIsIBJIEHHE: METACTA30B pa3MepoM OT 4-5 MM

e MOHUTOPHUHT TepaANMUU: OLleHKA OTBETA y:Ke nocJie 1-2 UKJ/I0B Je4YeHus

[IpakTHyeckas 3Ha4YUMOCTh:

1. [ToBbIlIEHUE TOYHOCTU CTAIMPOBAHHS 3/I0Ka4YeCTBEHHbIX HOBOOOPA30BaHUM y fieTel

2. OnTUMU3aLUs MOHUTOPUHTIA 3P PEKTUBHOCTHU NPOBOAMMON Tepanuu

3. PaHHfS AMarHOCTHUKA pellMIUBOB U MeTaCcTaTUYeCKOI0 MOpaXKeHUs

4. MruHMMHU3aLus Jy4eBON Harpy3Ku NpHy COOJI0IeHUH ClleliuaJlbHbIX TPOTOKOJIOB MOArO0-
TOBKH

5. CokpaleHHe CPOKOB JMAaTrHOCTHUKHU 3a CUET BO3MOXKHOCTHU UCCIe[0BaHUS BCEro TeJsa 3a
OJIMH CeaHC

3akaouenue. TIAT/KT ¢ *BF-O/T aBaseTcsa BbICOKO3PEKTUBHBIM METOJ0M JUarHOCTUKU
B JIETCKOM OHKOJIOTHH, TO3BOJISIOLHUM CyIleCTBEHHO YIY4YIIUTh Ka4eCTBO CTaJUPOBAaHHUSA U MO-
HUTOPHHTA JIeueHHUsI 3JI0Ka4eCTBEHHbIX HOBOOOpa3oBaHUM. CobJio/ieHHe ClieljualbHbIX TPOTO-
KOJIOB IOArOTOBKU M y4eT BO3PACTHbIX 0COOGEHHOCTEN 06ecreduBaeT 6€30MacHOCTb U BBICOKYIO
MHPOPMaTUBHOCTb UCCJIELOBAHUS.

KinHn4eckune npuMepbl

Cayyait 1: Jlumpoma XoaKKUHA

[lanyeHT: ManpYuK 14 et

Pesynbrat: [13T/KT BbisiBU/IA AONOJHUTE/NbHbIE O4ark MopakeH!usl B MeJJUaCTUHAIbHbBIX
auMdoysnax, He BusyasusupoBaHHble HA KT, uto usmenuso craauto c IIA Ha IIIA U TakTUKy
JleueHUsl.

Cayuaii 2: Ocreocapkoma 6epeHHOMA KOCTH

[lanmeHnTKa: AeBouka 16 jieT

Pe3ysbTaT: 06Hapy»KeHbl MUKpOMeTacTa3bl B JIeTKUX (pa3Mep 3-4 MM), HeBUAUMbIe Ha KT
I'PYZAHOM KJIETKH, UTO [M03BOJIMJIO CBOEBPEMEHHO MHTEHCUPULIMPOBATh TEPANHIO.

Buigodbi:

1. II3T/KTc 18E_D/IT siB/1IeTCA «30JI0THIM CTaHJApTOM» [JIF CTaAUPOBAHUA U MOHUTOPUH-
ra iuMQoM y JieTeil (HyBCTBUTENBbHOCTb 95-98%)

2. Cnenmanu3vpoBaHHas MOArOTOBKA NAallMEHTOB KPUTUYECKHU BaXkKHa JJ1s MOJyYeHUs Ka-
yeCTBEHHbIX U300pakeHUH (cHU>KeHUe apTedakToB Ha 60%)

3. PaHHf5 AMAarHOCTHKa PeLUIMBOB U MeTAaCcTa30B M03BOJISIeT U3MEHUTb TAKTUKY JieueHUs
y 35-40% mnaiyeHTOB
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4. be3onacHOCTb MeTOZ,a NOATBEPXK/eHa MUHUMaJbHbIM KOJIMYeCTBOM N0O60YHbBIX 3dPek-
ToB (<1%) npu cobJII0[leHUU TPOTOKOJIOB

5. 3xoHOMHYecKas 3G PEeKTUBHOCTb 06eCIeUMBaeTCs COKpalleHUEM KOJIMUECTBA UCCIE/I0-
BaHUU U ONITUMMU3AIMEN JJedeHHUs
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[TAHKOBA 0.C., ABAWJIOBA T K., ’JKYMA/ZIVJIJIAEB B.M., oObEB3UTOBA A.9,,
XAIIMMOBA 3.M., AIAIIIBEK C.H.

PE3Y/IBTAThI TEPAIIUY JIEYEHUA BUJIATEPAJIbHOM HE®POBJIACTOMbI Y JETEM
AO «Hay4HbIN LleHTp NeJUaTPUU U LeTCKOU XUpyprum», I. Anmarsl, Kasaxcran

AxkmyaavHocmb. Hedpobaactoma (HB) - 3/10kauecTBeHHOE 3MOpHOHa/IbHOE HOBOOOpa30Ba-
HUe N0YKH, 3aHUMalolllee BTOPOe MEeCTO Cpe/iu 3/10KaueCTBEHHBIX OMyX0Jield 3a6pIOIIMHHOTO Ipo-
CTPaHCTBA U B CTPYKTYpeE BCEX 3/10KaueCTBEHHbIX HOBOOOPAa30BaHMUU JIeTCKOr0 BO3pacTa COCTaBJIsA-
eT 6 — 7%, uto cooTBeTCTBYET 7-8 ciy4asm Ha 1 000 000 getckoro HacesneHus oT 1 710 15 sieT. Bbiss-
JisieTcs Jaile y fieted 3-4 yieT. C Touku 3peHusi ambpuoreHesa Hb npepcrassisieT co6oi coMuHy0
3JI0Ka4eCTBEHHYIO OIyX0JIb, COCTOSAILIYIO U3 IPOU3BOJHbIX HeppOreHHON TKaHU Ha pa3HOM CTeleHU
nrddepeHIMPOBKU. /luarHocTUKa EPBUYHOM OMYX0JIM OCHOBAaHA Ha BbISIBJIEHUU TUIIUYHBIX PU-
3HakoB Hb ¥ vck/1roueHuu Apyrux 3a601eBaHUi: IOPOKK pa3BUTHSA MOYKH, THIpoHedpo3, Helpo-
reHHble ONyX0JIM U JpyTHe OIMYX0JIU 3a0pIOLUIMHHOI0 NPOCTPAHCTBA, ONYX0J/IM IleYeHH, TaMapToMa.
CoBpeMeHHbIM CTaHJAPTHBIM JiedeHUeM Hb siB/isieTcs KoMIJIEKCHOe JieyeHHe: XMMUOTepanus, Xu-
pypruueckoe jedyeHue - TYMOpPHeppOypeTePIKTOMHUS U JiydeBasl Tepamnus 1o nokasaHusaM. Pakro-
paMu He6J1aroNprUsATHOrO NPOTHO3a ABJATCA OIyX0JieBasi UHBAa3Ws NOYEeYHOU BeHbI, BO3PacT pe-
6eHKa, TMCTOJIOrMYeCcKoe CTPOeHue, CTaZus 3ab0JieBaHUs, pPa3pbiB OMYXOJIH /10 UM BO BpeMs oIle-
panuy, HaJIM4re MeTacTa3oB B IMMPAaTUYeCKUX Y3J1aX, IETKUX U IpyTHe OpraHbl.

Llesb uccnedosanus. OLeHUTH pe3yabTaThl JedeHus nanrueHToB ¢ HbB corsiacHo npoTokosy
SIOP Wilms tumor - 2001, B 3aBUCHUMOCTHU NPOTHOCTHUYECKUX GAKTOPOB.

Mamepuanawvl u Memodsl uccaedosanus. [IpoBoArIICS peTPOCIIEKTUBHBIN aHA/IM3 MeIULUH-
CKOH flokyMeHTauuu 91 ncropuu ¢ guario3zom Hb, HaxoauBluuxcsa Ha siedenuu B HUII/X, 3a ne-
puoj c 2021 no 2025 roga. BceM nanyeHTaM NpoBeieHbl KOMIIJIEKCHbIE METO/bI 006C/IeJOBAaHUS
Y JledeHus 1o nportokosy SIOP - 2001.

AHnanu3s o61el BeikuBaeMocTH (OB) u 6ec cobbiTHIIHOM BbikMBaeMocTy (BCB) BeinosiHe-
Hbl MeToZioM KansiaH-Maiiepa B 3aBUCMMOCTH OT FMCTOJIOTUYECKOT0 BApHUaHTa OIYX0JIH, CTauU
3ab60/1eBaHuUA U rpynn pucka. CTaTUCTUYECKYI0 00pabOTKY MOJIy4eHHBIX JJaHHbIX IPOBOJUIIH C
vcnoJsib3oBaHueM nporpamm Excel 2010 u IBM SPSS Statistics 22.0.

M3 91 nauuenTtoB 9 (9.8%) nanyeHTaM 6bl1 BEpUPHUIIMPOBAH AUArHO3 buIaTepasbHas Hed-
po6siactoma. U3 Hux 4(44,4%) manbuukoB U 5 (55,5%) neBodyek. [Ipy nepBUYHON JUarHOCTUKE Y
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3 (33,3%) nanueHTOB BbIsIBJIEHb] OTa/JIEHHble MeTacTa3bl. [Ipy pacnpeseseHU NalMeHTOB MO
Bo3pacTy: Ao roja -1 (11.1%), ¢ 1roaa o 3xet -5 (55.5%), c 3net go 7aet - 2 (22.2%) cay4daes.

1 (11,2%) nauueHTy NepBbIM 3TAllOM NPOBEJEHO XUPypruyeckoe je4yeHue B 06bEMe Ty-
MOpHe)pPYPETPIKTOMHUSA C OUONCHEN NMapaaopTabHbIX, TapaKaBaJbHbIX JUM$ATUUECKUX y3-
JIOB, ocTa/ibHbIM 8 (88.8%) nepBbIM 3TaNoOB NpeJieHa 6-HeJesibHas IpeAonepaliOHHas XUMHO-
Tepanus no npotokosy Wilms - Tumor - SIOP - 2001. (mo BbicokoMy pucky). [Ipu pacnpege-
JleHUU 1o ctagusaM - IV cragusay 3 (33.4%), V cragua y 6 (66,6%) nauuenToB. CTpaTuduKanusa
10 rpynne pucka: «observation group» - 1 (11.1%) nauueHTa, rpymnia npoMeXyTOYHOTO pUCKa
-1(11.2%) v rpynna Beicokoro pucka - 7(77.7%) 601bHBIX.

Pezyrbemamul uccaedosanusi. OB y fieBo4yek ObLJIO BbIlle, YeM Y MaJbYMKOB U COCTaBUJIA
84,6% u 78,8% cooTBeTcTBeHHO. OB 110 BO3pacTHOM KaTEropuu COCTaBUJIM: Y IeTeu 0 roja —
100%, ot 1 roga no 3uet - 80%, 4 - 7net - 100%. I[Ipu aHanuse pesynbraToB JieueHusa HB no
rpynne pucka OB B rpynne Hu3koro pucka cocrasusia - 100%, B rpymne npoMeXyTO4YHOTO pH-
cka - 100% u B rpymnmne BbICOKOTO prcka - 85,7%.

B pa3ninyHbie cpoku HaboAeHus feTel ¢ Hb penuausbl orMmeueHbl v 1 (11,8%) nanueH-
TOB, KOTOpble UHULJMAJIbHO UMeJiH V cTafuio 3a6oJieBaHUA. JIeTaIbHOCTD B 3TOM rpyIIe cocTa-
BUJIaA - 16,6%.

Buigodul. [Ipy peTpocnieKTUBHOM aHaJIu3e UCTOpUM 60Jie3HU eTel ¢ HB, ycraHoBIEHO, UTO
yalie BCero onyxoJib BusbMca guarHoctrpoBaHa y geteil B Bo3pacte ot 0 o 3 jiet (66,1%). [Ipu
aHa/iu3e pe3y/bTaTOB FMCTOJIOrMYeCKOr0 UCCIeJ0BaHUs OMYX0JIM B OOJIbIIMHCTBE CJyyaeB yCTa-
HOBJIEHBI ANUTeHaNbHbIN (25,4%), 6/1acTeMHbIH (16,9%), cTpOMaIbHBIN U perpecCUBHbIN Bapu-
aHThl (o 15,3%). OCHOBHBIMH IJIOXMMH IPOTHOCTUYECKUMU GaKTOPaMU pe3y/IbTaTOB JieyeHUs
Hb aBasanck cragusa 3abosieBaHus, Ipynna pyucka, Tak npu Y u 'Y ctaiuu 3a60/1eBaHUsA U B rpyIiIie
BbIcOKOTO pucka OB coctaBuiiu 64,3%, 50,0% u 61,9% cooTBeTcTBEHHO. Pe3y/ibTaThl Tepanuu
HbB 3HauuTeNIbHO y/ly4lIHWIUCh C BHEJPEHUEM MeXYHapOoJHOr0 IPOTOKOJIa JieYeHUs U 10 JlaH-
HBIM Halllero petpocrneKTuBHoOro aHaausa OB npu HB cocraBusia 81,4%. [IpoBeeHHbIN aHAINU3
MoKa3saJi, YTO y MalMeHTOB ¢ 6uaTepaibHOe HEPPOOJIACTOMON HaWJIyUIlIUe Pe3yabTaThl JOCTH-
raloTCs IPU UCII0JIb30BaHUU KOMILJIEKCHOTO JIedeHUs], BKJIIOYAIOIero MpeoneparuOHHY 0 XUMU-
oTepaIruio, OpraHoCOXpaHAlYe XUpyprudecKrue BMelaTe bCTBO 0C/Ie[yI0IleM a//bIOBaHTHYIO
Tepanu. Takoi noaxo/ o6ecrnedruBaeT BbICOKYIO 0011y0 BBKMBAEMOCTb IPU COXpPaHEHUU QYHK-
[IMOHAJIbHOM aKTHBHOCTH NoYeK. /l/1sl fa/ibHer1Iero yay4lleHnus pe3yabTaToB JedeHuss OB Heo6-
XOIUMO ONTUMU3UPOBATh PAHHIOI AUarHocTUKy HB ¢ noBbIlieHHeM OHKOJIOTHUY€eCKO HAaCTOpO-
»keHHocTH [IMCII, pazpaboTaTh HOBbIE TOAX0/bl TEPANUH /151 TALUEHTOB PYIII BBICOKOTO PHCKa.

Cnucok aumepamypbl:

1. BunaTtepanbHaa HeppobiacToMa y leTel - TeMa Hay4YHOM CTaTbH M0 KJIWHHUYECKON MeIULU-
He YUTaNTe 6EeCNIaTHO TEKCT HAYYHO-UCCIe0BATENbCKON PabOoThl B 3JIEKTPOHHOUM OHUO/IMOTE-
ke Kubep/leHnHka

2. https://journal.nodgo.org/jour/article /viewFile/384 /378

3. Bilateral nephroblastoma in children - PubMed

4. Bilateral Wilm’s nephroblastoma - PubMed

5. BILATERAL WILMS’ TUMORS IN CHILDREN - PubMed

6. Outcomes based on histopathologic response to preoperative chemotherapy in children with
bilateral Wilms tumor: A prospective study (COG AREN0534) - PubMed

7. Pursuit of the optimal therapeutic approach and intensity for children with bilateral Wilms
tumour - PubMed

UccnenoBanue BoinosiHeHO B pamkax HTII BR 28713341 nporpaMMHo-LiesieBOro $UHaH-
CUpOBaHUSA OT MUHUCTepCTBa HAyKHU U BbIclIero o6pasoBanusa Pecny6inku KasaxcTtaH Ha TeMy
«Pa3paboTka u BHeJjpeHHEe yCTOMYUBOW MOJeJIU 1eTCKOM OHKOJIOTUYeCKOU MOMOIY Ha OCHOBE
NPelM3MOHHOI0 MOAX0/a B NeJuaTpuideckor oHkosorun», AO «HaydyHbIM LieHTp nejuaTpyuu U
JleTCKOUM XUpypruu» (MporpaMMHO-1e1eBOro GUHAHCUPOBAHUA 10 HAYYHbIM U HAyYHO-TEXHU-
yeckuM nporpammam Ha 2025-2027 roasi).
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CATbIMBAEBA AA.

COBPEMEHHBLIE IIOAXO0AbI K AUATHOCTHUKE U JIEYEHUIO IEPBUYHOTO
METAYPETEPA Y JETEA: CACTEMATUYECKUN OB30P U META-AHAJIU3

AO «Hay4yHbIN LleHTp eMaTPUU U LeTCKOU xupyprumu», Aimarsl, Kasaxcran

AxkmyaavHocmo. [lepBruyHbIl MeraypeTep (IIMY) npegcTaBisieT 0601 pacipoCTpaHEHHYO
BPOXX/IEHHYIO0 aHOMAJIMIO Pa3BUTHUA MOYEBBIBOJALEN CUCTEMBI, KOTOpasi XapaKTepu3yeTcs AU-
JlaTalued Mo4eTOYHUKA IPU OTCYyTCTBUM aHATOMUYECKU NOATBEPXKAEHHBIX IPUYKMH, TAKUX KaK
Ny3bIpHO-MO4eTOYHUKOBBIN pedurokc ([IMP), ypeteponese, HeiporeHHbII MOYeBOM NMy3bIPb
[1]. CorstacHO coBpeMeHHBIM J@aHHBIM, YacToTa BcTpedyaeMocTu [IMY kosiebsietcs ot 1 Ha 1500
7o 1 Ha 3000 HOBOpOXKAEHHBIX [2], 4TO cooTBeTCcTBYeT 20-25% Bcex aHOMa/IMil MOY€EBbIBO/ISI-
1el CUCTeMbI, 00HApPy>KMBaeMbIX aHTE€HATaJIbHO.

CoBeplleHCTBOBaHME METO/ 0B IPEHAaTa/IbHOM JUAarHOCTUKH, B YaCTHOCTH yJIbTPAa3BYKOBO-
ro CKpUHMHIa BO BTOPOM TPUMECTpE, N03BOJIUJIO CYIIeCTBEHHO YBEJUYUTDb BbISBJISEMOCTD /U~
JIaTali MOYETOYHUKOB elll€ /10 poxkAeHusd [3]. OgHaKo Jla/ieKo He Bce caydau TPeOYIOT aKTUB-
HOTro BMeulaTesibcTBa. CoryiacHO HabJo[aTebHbIM HccaegoBaHusaM, oT 30% o 50% cayyaes
[IMY nojiBepraroTcsi CHOHTAHHOM perpeccuy B llepBble I'o/ibl }KU3HU MPH YCIOBHUU OTCYTCTBUSA
CUMIITOMOB M HapylleHUW QYHKI UM No4YeK [4]. ITo onpesessieT BAXKHOCTb TOYHOW CTpaTUDU-
KallU¥ NalMeHTOB ¥ UHAMBHU/IyalU3alUU I0JX0/a K JIeYeHHIO.

Cy1iecTByeT HECKOJIbKO Kaaccudukanuit [IMY, Ho Hanbosiee TPUMEHUMOU B KJIMHHUYECKOUN
NpPaKTHKe OCTAETCA KJacCUPHUKalMs, OCHOBaHHas Ha PYHKIMOHAJbHOM U aHATOMHUY€ECKOM CTa-
Tyce: O6CTPYKTUBHBIN (HanboJiee 4acTo pacCMaTpUBaeMbli B JAHHOM 0630pe), HeOOCTPYKTUB-
HbIH, pepJIFOKCUPYIOLIMHI U CMelllaHHbIM TUIbI [5]. UMeHHO nepBUYHbIN 06CTPYKTHUBHbBIN Meray-
petep (IIOM) npeacTaB/isieT HaUOOJIbIUIYIO AUATHOCTUYECKYIO U JIEYEOHYIO CIO)KHOCTD, TaK KaK
CONMPOBOX/AeTCsA HapylleHUeM YPOAUHAMUKH, pacllipeHUeM BePXHUX MOYEBBIX yTeH U, IpU
NpOrpeccCUupoBaHUY, YXyAlleHneM QYHKLUU MOYeK.

Ha cerogHAMHUMN JeHb CyllecTByeT TPU OCHOBHBIX NoAxozAa K JyedeHuio [IMY y ne-
Tell: BBLKMAATE/IbHO-KOHCEPBATUBHOE JIeYeHHe, OTKPbITasA WU JIalapoCKoNMUu4yecKas
XMPpYprus, 1 MaJIOMHBa3uBHbIe HAOCKONUYECKHEe MeTOAbl. BbI6Op MeTo/ia 3aBUCUT OT
MHOXeCcTBa paKTOpPOB: Bo3pacTa pe6éHKa, CAMIITOMAaTUKH, CTENIEHU pacClIMpeHUs MOYeTOoY-
HUKa, JMHAaMUKU QYHKLMOHAJbHbIX IOKa3aTesel MOYKH, a TaKXKe HaJIU4KA HHPEeKIMOHHBIX
OCJIOXKHEHHUH [6].

BeipxkyaTebHas TaKTHUKA, Kak IPaBUJIO, ONlpaB/iaHa NpyU 6€CCHMMITOMHOM TeYeHHHU U CTa-
O6UJIbHOM QYHKIIMU NOYEK, 0COOEHHO y MJIaZieHLeB. B To ke BpeMs NMpU CTOMKOM pacIliMpeHUuHr
Mo4eTo4yHHUKa (>10 MM), yxyaueHUd GyHKLUMM WU HAJWYUU PeLUAUBUPYOLUIMX UHOEKIUN
Mo4yeBbIX nyTedl (UMII) pekoMeHnayeTcss akTUBHOe XUpypruyeckoe JieyeHue [7]. CtaHzapToM
XUPYPru4ecKoro BMellaTeJbCTBA OCTAETCA ypeTepOoLUCTOAHACTOMO3 C BO3MOXKHOMW peflyKIueil
npocBeTa MoueTOYHHUKaA. OiHAKO B MIOC/Ie[JHUE FO/ibl BCE 60Jiblile BHUMAHUS Y/ eseTCsl MaJOUH-
Ba3WBHbIM METO/IaM - JIAApPOCKOMUYECKON U POOOT-aCCUCTUPOBAHHOU XUPYPTruH [8], a Takxke
9H/I0CKONIMYEeCKOM 6a/IJIOHHOU JU/IaTallui U BpeMEeHHOM CTeHTUPYIoLL el Tepanuu [9].

HecMoTps Ha 60J1b1110M MacCUB 0Ny6JMKOBAaHHbBIX paboT, [10 CUX [OP OTCYTCTBYET e MHbIN
anroputM jedenud [IMY y neteid. Metonosiorus uccie0BaHUs, reTepOreHHOCTb MOMYJIALUHY,
pa3Hulla B KPUTEPHUAX JUArHOCTUKHU U IOKa3aHUAX K XMPYPrUH CylLleCTBEHHO 3aTPYAHSIOT UH-
TeplpeTalnuo pe3yabTaToB. UMEHHO N03TOMY HEOO6XOJUM CHUCTEMAaTU4YeCKUN 0630p U MeTa-a-
HaJlu3, KOTOPbIX MO3BOJIUT 00'beJUHUTh U IPOAHAJIU3UPOBATh UMEKIIMECS JaHHbIe 10 3ddek-
TUBHOCTH Pa3/IMYHbIX METO/[OB JIeYeHHUs.

[Jeab. CucTeMaTHUYECKHU OLIeHUTh 3P PEKTUBHOCTb U 0€30MACHOCTh COBPEMEHHBIX TAKTHK
JledeHHUs IEpBUYHOr0 MeraypeTepa y feTeil 3a nepuog 2015-2025 rr. 1 npoBecTU MeTa-aHa/Iu3
HMCXOJI0B U OCJIOXKHEHUH.
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Mamepuasavt u Memodsl UccA€008AHUS.

1. /Ilu3aiH uccjiegoBaHUs

HacTtosmuil cucteMaTryeckuil 0630p U MeTa-aHaJ/IM3 BbINOJIHEHbI B COOTBETCTBUU C pe-
koMeHganusaMu PRISMA 2020 (Preferred Reporting Items for Systematic Reviews and Meta-
Analyses) [10] u Cochrane Handbook for Systematic Reviews of Interventions [11]. Uccie-
JloBaHUe He noaJiexxaso peructpanuu B PROSPERO, Tak kak opueHTHPOBAaHO Ha My6JIMKaAIMIO B
paMKax Hay4HON KOHpepeHL U H.

2. KpyuTepuu BKJIIOYEHUA U UCKJIKOYEHUA

Kpumepuu eki04eHusi:

e UccnenoBaHus, ony6inkoBaHHble B nepuo ¢ 1 suBapsa 2015 roga no 30 urosa 2025
roaa.

e [lanuenTsr: getu ot 0 1o 18 s1eT c HIepBUYHBIM MeraypeTepom.

e OnucaHue Kak MUHUMYM OJJHOI'O U3 MeTOZ0B JieYeHUsl: KOHCepBaTHBHOe, XUpypruue-
CKOe€, 3H/I0CKONINYeCcKoe.

e UccieoBaHUA ¢ JaHHBIMU 1O UCX0[aM: 3pPEKTUBHOCTD JieUeHUs], perpeccusi CUMIITO-
MOB, QYHKIIUS IOYEK, OCJ0KHEHUS.

o PanjoMHu3upoBaHHbIe KOHTpOUpyeMble HcciaenoBanusa (PKH), koropTHble u npocnek-
TUBHbIe HabJ/I10/jaTe/ibHble UCCJIeJ0BaHUS, PeTPOCIEKTUBHbIE aHAIU3bI.

o fI3bIK My6JIMKALUU: AaHIVIMACKUH, DYCCKUH.

KpuTtepuu uckiaroyeHus:

e UccnenoBanus, Kacarwuiyecs BTOPUYHOTO MeraypeTepa (HanpuMep, NpU HEMPOTeHHOM
Mo4deBoM ny3bipe, [IMP, ypeTepouesie u ap.).

e PaboThI 6e3 yKazaHUsA UCXOZ,0B JieYeHUsI UM 6e3 yKa3aHUs YUCIEHHOCTH I'PYIIIbL.

e OTYeThl 0 KJIMHUYECKUX CJydasX, 0630pbl MHEHUH, NMCbMa peJaKTOpy, CTaTbU 6e3 pe-
[IleH3UPOBaHMUS.

3. CTpaTerus noucka JuTepaTyphbl

[Touck mpoBoaucs B ciaeaywouidx 6asax gaHHbix: PubMed/MEDLINE, Scopus, Web of
Science

4. OyeHka kauecmea uccaedo8aHutl

Jl/1s1 OLleHKM KayecTBa MCIOJIb30BaIKCh caeytoliue nHCTpyMeHThI: Jadad Scale nis PKU
(MakcumyM 5 6an10B); Newcastle-Ottawa Scale (NOS) /11 KOTOPTHBIX U PeTPOCIEKTUBHbBIX
uccaejoBaHuM (MakcuMyM 9 6aJ110B).

Pa6oTbl ¢ HU3KUM KauecTBOM (<3 6as1s10B 1o mkaJe Jadad nau <5 no NOS) 66114 McKIIO4e-
Hbl U3 MeTa-aHa/M3a, HO ONIMCaHbI B TEKCTE.

5. CTaTucTUYeCKHUH aHa/Iu3

0O6belMHEHHbIE JJaHHbIE aHAJM3UPOBAJUCh C UcnoJib3oBaHMeM RevMan 5.4 u R 4.3.0.
OleHKa CTaTUCTUYECKOM HEOJHOPOJHOCTH NMPOBOAMIACH C IIOMOLIbIO TecTa X U uHJeKca 2.
Onenka publication bias - funnel-plot, Tect 3rrepa. Forest-nioThl U KaAbKy/nsLUs p-3Ha4YeHU N
MCII0JIb30BAJIUCh J1JIsI IPOBEPKU CTATUCTUYECKUX PA3JIUUYUH.

Pe3yibmamul uccaedosaHusi. B UTOrOBbIM aHa/IU3 BKJIKOYEeHO 73 uccaenoBaHus 3a 2015-
2025 rr. U3 Hux 9 - PKH, 37 - npocneKTUBHBIX KOTOPT, 27 — peTpOCIeKTUBHBIX cepuid. Bcero
NpoaHa/IM3upoBaHo 3284 pebGEHKA C NepBUYHBIM HepeIIOKCUPYIOIIUM MeraypetepoM. Cpea-
HUI BO3pacCT HAa MOMEHT MOCTAaHOBKU JiuarHosa — 4,3 roja (ot 2 HeZiesb 0 17 sieT), 1,015 MaJib-
4UKOB - 63%. Cpe/iHAS NPOAOKUTENBHOCTb HabJ/II0/ileHUsl COCTaBU/Ia NpuMepHo 3,6 roja. Pas-
JINYHbIE METO/bl JIeYeHUS paclpeieIUINCh CJeAYIOIUM 06pa30oM: KOHCepBaTUBHOe HabJI0/ie-
HUe OMHUCAaHO B 26 vccieoBaHusax (1284 mayueHTa); 3HJ0CKONUYECKas AUJIaTalUsl/UHIIU3US
- B 14 uccnepoBaHusx (628); oTKpbiTasg peMMIIaHTanuda — B 18 (842); nanapockonuyeckas - B
9 (328); poboT-accuctupoBaHHas - B 6 (202). B kaxa0l rpymnne npeo6JiaZjajim UccaeJ0BaHUS
cpeaHero kavectBa (GRADE «ymepeHHbIi») (Tabsuna 1).

128



Tab6sunna 1.

MeTO,ZLbI JiedeHHA, BCTpedaBlIHUeCd B UCCJIeJ0BAHUAX

MeTopa 1eyeHus KoJi-Bo Oo6ee Cpep-Huii |CpejHssa AiM- |YpOBeHb JOKa-
HUCC/IeJ0Ba- | YMCJIO Ma- |BO3PacT |Te/ib-HOCTb Ha- |3aTeJIbHOCTHU
HU# (n=73) | ueH-TOB GII0AeHMS (GRADE)

KoHcepBaTuBHOE Hab0- |26 1284 39r 3,2r YMepeHHbIN

JeHHe aHTUOUOTHKU

JHpocKkonuyeckas 6aJ- 14 628 4,5r 28T Huskuii-yme-

JIOHHAas JuiaTanus/ uH- pEeHHBIN

U3Us

OTKpbITas peuMIiaHTa- |18 842 51r 44r YMepeHHbIH

11l MOYETOYHUKA

Jlanapockonuyeckas pe- |9 328 6,0r 3,6r YMepeHHbIN

MMILJIAaHTalUs

Po6oT-accuctupoBanHass |6 202 72T 30r Huskuii-yme-

peuMILIaHTaLus pEeHHbBIN

OcHOBHbI€e pe3y/IbTaThl MeTa-aHAIK3a 110 YCINEIIHOCTH JIeUeHUSs PUBeJIeHbl HA pUCYHKaX
U B Tabuule 2. 06'beAMHEHHAS [,0J151 YCIEUHbIX UCX0/10B (pa3pelieHue guiaTanuu <10 MM mo
Y3H, coxpaHeHue/yaydlieHue 40J1eBoH GYHKIIMU 6€3 MOBTOPHBIX ONepalyii) cocTaBUIa:

» KoHcepBaTuBHOe sieyeHue - 72% (95% AU 65-79),

e JH/IOCKONIUYECKHe MeTOAUKU — 79% (70-87),

e OTKpbITas peuMILIaHTaLnus - 88% (82-94),

e Jlanapockonuyeckue BMelaTeabCcTBa - 85% (77-91),

e Po6oT-accuctupoBaHHble onepauuu - 92% (85-97).

Bce nmepeuduciieHHble MMOKa3aTeNu ObLIM CTaTUCTUYeCKH 3HauuMbl (p<0,05), reTeporen-
HoCTb 1% BapbupoBana ot 20% 10 62%.

Tabsnna 2. XapakTepuCTUKU UCCAeL0BAaHUH, YCIIEITHOCTD JIeUEHUSI U OCHOBHBIE OCJIOKHEHMUS
NpU pasJauuHbIX noAxoaax K [IMY y nertei

MeToj 1ieyeHus HUccnepno- KosmyecTBO YcnemHocTs % | OCHOBHBIE OC-
Ba-HUSA NanyueHTOB (95% AN) noxHeHus (%)

KoHcepBaTuBHOe HabofeHUEe |26 1284 72 (65-79) UMII 15, npo-
rpeccus 8

JHAOCKOIIMYecKada aujiatauua |14 628 79 (70-87) CrteHo3s 6, UMII
9

OTKpbITast peuMIJIaHTaLUs 18 842 88 (82-94) CtpukTypa 4,
BYP 5

Jlamapockonuyeckasi peum- 9 328 85 (77-91) OTék 6, UMII 7

MJIAHTALUS

Po6oT-accuctupoBaHHas 6 202 92 (85-97) TexHuuyeckue
TPYAHOCTH 2,
UMII 5

Cpenu ocsoxHeHUH (Tabauua 2) HauboJsiee yacTbiMU 6611 UMII 1 TexHu4eckue npobJie-
MBI, XapaKTepHbIe /51 KaKA0ro noaxoja. Hanpumep, npu KoHcepBaTUBHOM HabJIIOJJEHUH OC-
HOBHBIMM HeXeJlaTeJbHbIMU UcXoAaMU O6bL1u peuuguBupytome UMII (15% caydaeB) u npo-
rpeccupoBaHue auaaTtanuu (8%). [Ipu aHg0oCKONUYEeCKOW JUlaTal i HanboJiee 4acTo OTMeyva-
JI1 py6LeBaHue yCTbs MoyeTouyHUKA (6%) u UMII (9%). [locsie oTKpbITON onepanyMu BCTpeya-
JINCb aHACTOMOTHYeCKHe CTPUKTYPHI (4%) 1 pa3Butue BYP (5%), Toraa kak npu J1anapocKonuu
TUIIUYHBI ObLJIM BpeMeHHbIN 0T€K aHacToMo3a (6%) u UMII (7%). B cayvasx poboT-accucTupo-
BaHHOM peuMMIlJIaHTallM1 PETUCTPUPOBATIUCH TEXHUUECKHUE CI0)KHOCTH (2%) nu UMII (5%).
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YacToTa MOBTOPHBIX BMEUIATENbCTB Obl/Ia MUHUMaJbHA B TPYNIE OTKPBITBIX ONepanui
(~2-5%) 1 MakcHMaJibHa - IpHU 3HA0CcKonMYecKuX (Lo 10-15%). JlonrocpoyHas GyHKLUA TOY-
KM yJly4liajach UK OCTaBasachb CTabuJbHOU npuMepHO B 85-90% ciyyaeB npu JitoObIX METO-
Jlax JledeHUs TPU COOII0IEHUU MTOKa3aHUH.

Bbigodbl. CoBpeMeHHOe JieueHre NIEPBUYHOT0 MeraypeTepa y AeTel J0KHO ObITh JU -
bepeHIUPOBAaHHBIM U YYUTHIBATb TAXKECTb 3a60JIeBaHUS U BO3MOXXHOCTh BOCCTAHOBJIEHUS
byHKIMU. Y 6€CCUMITOMHBIX IeTEN C JIETKOW AWJaTallMel onpaBAaHO BbDKU/AATENbHOE Ha-
6satoeHue. [Ipy nporpeccCHpoBaHUM OGCTPYKLMU UM YXYALIeHUH QYHKIUU NPESIOYTUTE-
JIeH MOLIAaroBbIM MOJX0/J|: HaYaTh C HaMMeHee TPAaBMAaTHUYHbBIX METO/0B (3H/AOCKONUS WU
MaJIOMHBAa3WBHAsl XUPYpPrus), ¢ MOCJAeAYIOUIUM MepPexoJoM K TPaJUIMOHHOM peuMIlIaH-
TalluU Npu HeobxoauMocTU. OTKpbITass ypeTeponuCcTOAaHACTOMO3 OCTaéTcsA HauboJsee 3d-
beKTUBHBIM MeTO/I0M NpPU TSXENbIX GopMax, TOrJa Kak JiallapoCKoNUu4yeckue U poboT-ac-
CUCTHUPOBAHHbBIE TEXHOJIOTUU HAGUPAIOT MONYJASAPHOCTDb 6J1arofapsi yMeHbLUIEHHON TpaBMa-
TUYHOCTHU U KOPOTKOMY BOCCTaHOBJIeHUI0. O/JHAKO OKOHYATeJbHbIH BbIOOP MeTOJa BCerjaa
Jl0JDKEH OBbITh MHAWBUAYAJU3UPOBAHHBIM, U B €70 OCHOBE — CTPOTUH KJIUHUYECKUH 0TGOP U
OMBIT ClelUaJucToB. Heo6XoqUMBbl asbHeHIIue MPOCIEKTUBHBIE U PAHJOMU3UPOBAaHHbIE
UCCeJOBAaHUS 1Jis YTOUHEHUSI ONTHMaAJbHOTO aJirOPUTMa BeJleHHs NallMeHTOB C MepBUY-
HbIM MeraypeTepoM.
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CAKEHOB BT.
BAPUKOIIEJIE Y IETEH. ClIOCOBBI ONEPATUBHOTI'O JIEYEHUS
AO «Hay4HbIN LleHTp NejJUaTPUU U JeTCKOU XUpyprum», I. Anmarsl, KasaxcraH
AxkmyasavHocms. Bapukoluese, npejcTaBJsiollee co60i MaToJ0rM4eckoe paclidpeHue
BEH JIO30BU/JHOTO CIIJIET€HHUS, ABJASAETCA AOCTATOYHO YaCTO BCTpeyarolleics MaToJoruen y
JleTell U moApOoCTKOB. /lJaHHOE COCTOsIHHME CIHOCOOHO BbI3bIBATh HapylleHUs Mopdosioruye-

CKMX U QYHKIIMOHAJbHBIX XapaKTePUCTUK TECTUKYJISAPHOU TKAaHU, YTO NMPHU OTCYTCTBUHU Jie-
YeHHs MOXeT NPUBECTHU K pelpoJyKTUBHBIM NpobJjeMaM BO B3pocjoM Bo3dpacTe. Ha ceroza-

130



HALIIHWMN JleHb CYLeCTBYyeT LIMPOKUW CHEeKTpP ONepaTUBHBIX MeTOAUK KOPpPEeKL WU Bapu-
kKonesie. Cpen HUX — NepeBsA3KAa KpeMacTepPHON M BHYTPEHHENW CeMEeHHOU BeH B IIaXOBOM
KaHaJle, MCI0JIb30BaHWEe MUKPOXUPYPrUYeCKUX TeXHOJIOTUM C IPUMEHeHHeM OllepalMoH-
HOI0 MHUKPOCKOIIA, MO3BOJIAKOLIEr0 U36exaTh MNOBPEX/eHUsA apTepyualbHbIX U JUMPaATHU-
YeCKHUX COCY0B, MUKPOXUPYpPrUiecKrMe UHIBUHa/bHble U CyOMHIBMHAJIbHble BMellaTe lb-
CTBAa, JIallapOCKONIMYeCcKas NepeBsA3Ka, a TAKXe 3HA0BACKy/IpHble MeTO/bl — aHTerpaJHas
U peTporpajZiHas CKJiepoTepanus U 3M00JM3alus M0/, PeHTIeHOJIOTUYeCKUM KOHTPOJIEM.
Uctopuueckasa cupaBka. TepMUH «BapuKolLieJsie» BIepBble ObLJI BBeJ€H OPUTAHCKUM XUPYP-
rom Curling B 1843 roay A/ 0603Ha4YeHMs BapUKO3HOTO paclIMpeHUs] BeH CEMEHHOI0 Ka-
HaTHKa. Yke B 1856 roay uM 6bli1a moKa3aHa CBA3b MeX/1y J@HHBbIM 3a060/1eBaHUEM U MYXK-
CKUM GecrionveM. B nepBoii nmosioBuHe XX BeKa aKTUBHO 00CY»/JaJIMCh BApUAaHThI KOHCep-
BaTMBHOW TepanuvH, OJHAKO OCHOBHO€ pa3BHUTHe IOJy4YHJa XUPypruieckas Koppekuus. B
1918 ropy Ivanissevich u Gregorini npefJioXKuaM MeTOAUKY BbICOKOIO IaXOBOr0 J0CTyINa
C NepeBsA3KOW AUYKOBOM BeHbl. HecMOTps Ha moJ1oKHTeJIbHbIe pe3y/bTaTbl B OTHOUIEHUH
BOCCTAHOBJIEHUSI GepPTUIbHOCTH (6epeMeHHOCTb HacTynasa y 34-39% paHee 6eClIoAHbBIX
NalMeHTOoRB), YaCTOTA PELIMAMBOB OCTaBaJacb 3HAYUTENAbHOU — OT 3-5% 10 25-43%. B 1949
roay Palomo npejsioxua 3a6prOMIMHHBIN AOCTYI C IepeBS3KOM HE TOJIbKO SUYKOBOU BEHBI,
HO ¥ OJHOMUMEHHOU apTepuu. OHaKO U3-3a BO3MOKHOI'0 pPUCKa HapyllleHUsI KpOBOCHabXe-
HUSA SIMYKa METOJ He MOJYy4YMJ WHpokoro npuMeHeHus. B 1955 roay Tulloch coobuua 06
YCIEIIHOM 3a4aTUH Y MY>KUYMHBI C a300CIIepMUel 1ocJ/ie OIlepalyu 10 IOBOAY BapUKolLiee,
YTO BHOBb NIPUBJIEKJIO BHUMaHUe K PO/ 3a00JieBaHUA B TaTOreHe3e MY»KCKOTr0 6eCIio s
Y CTUMYJIMPOBAJIO pa3BUTHE BAPUKOLEJIKTOMUHM KaK OCHOBHOTO MeTo/a JiedeHus. B 1970
roay Ishigami c coaBTopamu onucany JUCTaJbHbIN BEHO3HbIA aHACTOMO3 MEXYy SUYKOBOH
BEHOU U 60JIbIION MOJKOXXKHOW BeHOU Oespa. CnycTsa ABa roja JlonatkuH H.A. npezJioxu
TeCTUKYJ0-UJIHaKaJlbHbI aHACTOMO3 «KOHEI}-B-00K», OTMETHB IPU 3TOM MOBbIIIEHHBIN
pUCK TpOoMOO30B U KPOBOTEeYEeHU M. B flasibHelIeM ObLIU IPe/Ji0KEHBI KOMOMHHUPOBAHHbIE
BMellaTeJbCTBa ¢ GOPMUPOBAHUEM JIByHAllpaBJeHHbIX aHACTOMO30B, 06/1a1al0IUX 60Jb-
mel ¢pusuosornyHoctoro. B 1982 rony 3unsbepman U.M., a 3atem B 1986 roay Ilonos B.A.
BIlepBble IPUMEHHUJIA IHJ0CKONINYECKYI0 TEXHUKY JJid IepeBA3KU AUMYKOBOW BEHbI HA YPOB-
He HWXKHEro Kpasi HO4KH.

Mamepuaswst u memodul. B nepuog ¢ 2020 no 2024 rojel B oTeseHUU ypoJsoruu Ha-
YYHOI'O LleHTpa NeAuaTpUX U JeTCKOW XUPYypruu ObLJIO MpoonepupoBaHO 92 pebGEHKA B
Bo3pacTe oT 12 no 17 sieT, cTpaZaBluux Bapukonese. M3 Hux 50 nauueHTOB OblIM MpooIe-
pUpPOBaHbI 10 MeTOoAHKe VBaHUCCeBUYA, 2 — IPY IIOMOILM JIATAPOCKONMUYECKON NTepeBA3KHU
SAMYKOBOM BeHbl, 30 - MeToz0M Marmar (MUKpOXUpypruieckoe Cy6MHIBUHaIbHOE JIUTUPO-
BaHUe IMYKOBOU BeHbI), U 10 AeTel NoABEPIINCh 3H/I0BACKYJ/ISIPHON YPECKOKHOUM 3MO0J1U-
3aL MM 10, PeHTTeHOJIOTUYeCKUM KOHTPOJIEM.

Pe3ynbmamult. Ha cerogHAHUN JieHb OOLeNpPHU3HAHO, YTO XUPYpPruyecKoe JieueHUe
SIBJISIETCSI OCHOBHBIM U HauboJiee 3¢ PEeKTUBHBIM CNOCOOOM YCTpaHeHHUs BapukoleJse. B
MHUPOBOM MpaKTUKe onucaHo 6osiee 120 pa3iMyHbIX MOAUGUKALIMI ONlepaTHBHBIX BMella-
TesbCTB. B HaeM LleHTpe HanboJIbllIee pacnpocTpaHeHUe MOJYUYUJIU METO/bl TepeBA3KU
JIeBOM ceMeHHOM BeHbl. PeliuiuB 3abosieBaHus nocjie onepauuu MBaHucceBu4a HabJiroas-
ca B 8 ciydadax, [ocje MUKPOXUPYPru4ecKoro BMelaTeJbCTBa 0 MeToAy Marmar - B 7.
[Tocsie 3H0BACKY/IAPHOUN YPECKOKHOW 3MO0JIM3allMU PELUJUBOB HE OTMEYeHO, OJJHAKO B
OZJIHOM CJiy4ae BO3HUKJIM TeXHUYeCKHe TPYLHOCTH C KaTeTepusaluen AM4KOBON BEeHBI, 4YTO
noTpeboBaJo Mepexo/ia Ha OTKPBITYIO ollepanui. Jlamapockonnyeckas nepeBsi3Ka BeH 3a-
peKkoMeH/i0BaJla ce0s1 KaK MaJIOMHBA3UBHbBIM aHa/IOT OTKPbITHIX ONlepaluii C BO3MOXXHOCTbIO
OZHOBPEMEHHOTO JIeueHHUs JBYCTOPOHHEro BapukoueJe. [[poTuBonokasaHueM K Janapo-
CKONUU SIBJISIETCA HaJIMUMe MHOXEeCTBEHHBIX Ollepaldil Ha opraHax OpIOIIHOM MOJIOCTH B
aHaMHe3se. E€ nperMylecTBaMHM CUMTAKTCA MUHHUMaJ/IbHAas TpaBMaTU3aLud U KOCMeTHYe-
CKUU 3P PeKT, 0lHAKO MeTo/, TpebyeT NpoBeleHUs UHTYOAlMOHHOT0 HapKo3a.
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3akatouenue. [IpoBeJEHHBIN aHATU3 TOKa3aJl, YTO PEHTTeHO3H/I0BACKY/IsIpHAs YPECKOXK-
Hasi 3M0O0/IM3aLus SUYKOBOW BeHBI SBJSETCS BbICOKO3)EKTUBHBIM, MaJIOTPAaBMAaTHYHBIM U
6e30MacHbIM MeTO/I0M JIeUeHHUs] BapuKoliesie Vv feTel. /laHHas TeXHUKA 06ecrieurBaeT OT/INY-
Hble QYHKIMOHAIbHbIE U KOCMETUYECKHE Pe3y/bTaThl, CONOCTABUMbIE C TPAJUIIMOHHBIMH OT-
KPbITBIMU BMelllaTe/bCTBaMU. [Ipy co6/II0ieHUH BCeX TEXHUYECKHUX HIOAHCOB PHCK peLiUuBa U
MI0CJIEONePALIMOHHBIX OCJ0KHEHUH MUHHUMAJIEH, YTO JleJIaeT JaHHbIA MEeTO/, MepCcrneKTHBHbIM
HalpaBJIEeHUEM B IETCKOU YPOJIOTHH.

Cnucok aumepamypbl:
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CAJIMKOB T.I., AXMETOBA M.C,, KYPAJI A.E.,, EPMAHOBA A.C.,, EPEMUYEBA I'T.

U3YYEHUE JUATHOCTUYECKUX OCOBEHHOCTEW NMPOSABJIEHUA METABOJIUYECKOTO
CUHJAPOMA Y IETEH U IOJIPOCTKOB C O)KUPEHUEM

HAO «KaparanauHCKuMU MeJULIMHCKUM YHUBepcUuTeT», I. Kaparanaa, Kazaxcran

AkmyasavHocmb. OXXUpeHre B JeTCKOM BO3pacTe MpeJCcTaBJiseT COG0M He TOJbKO MeJU-
[IMHCKY!0, HO U 3HAaYUMYI0 COLMaJIbHYI0 NpobseMy. OHO ABJsieTCA OJAHUM M3 BeAylWUX dak-
TOPOB pUcKa GopMUPOBaHUsA MeTabondeckoro cuHapoma (MC), KOTopbIi XxapaKTepU3yeTcs
CHU>KEHUEM YYBCTBUTEJbHOCTH K MHCYJUHY, HapylleHUeM yI1eBOAHOro o6MeHa BIJIOTh /10
pa3BUTHUA caxapHOro guabeTa 2 TUIa, apTepUalbHOW rUNepTeH3Uel U aTepOreHHbIMU U3Me-
HEeHUSIMHU JIMIIUAHOIO crieKTpa. Takxke y feTel ¢ oXkMpeHUueM HepeJKO BBISABJISIOTCSA FUIepy-
pUKeMHUS, MUKPOaJbOyMUHYpPHUS U HAapYyIIEeHUsl B CUCTEME TeMOCTa3a.

Ocob6yto onacHOCTb NpeAcTaBseT abJOMUHAJbHBIA TUI 0XKUPEHUS, IPU KOTOPOM H3-
OBITOK BUCLlepaJIbHOW )XMPOBOU TKAaHU TECHO CBSI3aH C pAaHHUM pa3BUTHUEM WHCYJIHMHOpE3U-
CTEHTHOCTH U CepJledHO-COCYyAUCThIX 3a00JieBaHUM. ITHU NATOJOTMYECKHE MPOLLECCHl MOTYT
NpoTeKaThb JJUTeNbHOE BpeMsl 6€CCUMITOMHO, YTO 3aTPYAHAET UX CBOEBPEMEHHOE BbISB-
JIeHHe.

[Io faHHBIM MeXJyHapOJAHBbIX U OTeYeCTBEHHBIX UCC/AeJOBaHUMN, pacIpOCTPaHEHHOCTD
OKUPEHUS CpeJiu JleTel U MOAPOCTKOB HEYKJOHHO pacTéT [Zimmet et al., 2007; Alberti et al,,
2009; bokoBa U coaBT., 2022], 4yTO aKTya/JU3upyeT 3aJjayy paHHeW JUAarHOCTUKHW MapKepoB
MC. CBoeBpeMeHHOe BMellaTe/JbCTBO Ha JJaHHOM 3Talle CI0COOHO CYIleCTBEHHO CHU3UThD 4a-
CTOTY CaxapHOTo JuabeTa U cepeyHO-COCYJUCTON NaTOJOTUU B 60Jiee MO31HEM BO3pacTe.

LJesb uccnedosaHus. U3y4ynTh AUarHoCTUYeCKMe 0COOEHHOCTH NMPOSIBJIEHUN MeTaboJu-
YeCKOr'o CUHJApOMa y JieTel U MOJPOCTKOB € pa3JIMYHbIMU TUIIAMU O)KUPEHHUS.

Mamepuasbl u Memodul ucciedosaHus. B uccinefoBanue BK/IOYeHbl 114 feTeld B Bo3pac-
Te oT 10 g0 18 et (66 MasbYMKOB U 48 feBoYeK) C U3OBITOYHOW MAcCOM TeJsia U O)KUPEHUEM.
WUnpexc Maccol Tesa (MMT) o6c¢ieJ0BaHHBIX HAXOAUIICA B pejeax oT 22,3 10 42,4 kr/m?,

B 3aBMCHMMOCTH OT XapaKTepa pacnpe/esieHUs })KUPOBOW TKaHU NallMeHThl OblIM pa3je-
JIeHbl Ha /iBe TPYIIIbI:

1-a rpynna (n=55; 48%) - fieTH € 5K30TreHHO-KOHCTUTYLJUOHAJIbHbIM BAPUAaHTOM OXXKHUpe-
Hus (9KO),

2-a rpynna (n=59; 52%) - nauueHTsl c abJoMHUHaJIbHOU popMoil oxxupeHusa (AO).

Tun oxupeHUs onpenessiid C UCNOJAb30BaHUEM MHJEKCA OTHOLIEHUS OKPY>XHOCTH Ta-
auu (OT) k okpykHocTu 6esep (OB). 3nauenus >0,9 y ManbuukoB U >0,8 y 1eBoOYeK paclieHU-
BaJIMCh KaK abJOMHHaJIbHOE OXXKHMpeHHUe; Nnoka3aTesu B npejenax 0,7-0,9 cooTBeTcTBOBAIU
paBHOMEPHOMY pacnpe/ie/IeHUI0 }Kupa.
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[Iporpamma o6ciejoBaHMSA BKJIOYaIa:

1. AHTponnoMeTpuveckue uaMepeHus (poct, macca tesa, OT, Ob, UMT, unpexkc OT/0OB);

2. OLleHKY CTeneHH M0JIOBOTO Pa3BUTHS;

3. U3MepeHUe apTeprUaibHOTO JaBJeHUS;

4. BuoxMMUYeCKUW aHa/IM3 KpoBHU (0OLHUHI X0JIeCTePUH, B-JIUIONPOTENUb], TPUTJIULEPU-
Jibl, MOY€eBasi KUCJI0Ta);

5. [IpoBeneHue nepopaibHOTO IJIIOK030TOJAepaHTHOTrO TecTta (['TT).

Pe3ynbmamul uccaedosaHus. Y nallUeHTOB C 9K30T€HHO-KOHCTUTYLMOHAJbHBIM OXHpe-
HUEeM MeTaboJIMyeCKUe HapylleHUs HOCUJIM MeHee BbIpaXKeHHbIM XapakTep. B aToli rpynme
perucTpupoBavCh OTAeJibHble Mpu3Haku MC, Takue Kak HeCTOWKas apTepuasibHas Tulep-
TeH3ud U runepypukemus. ¥ 58% perell oTMedasiach HacJeACTBeHHas NpeJpaclosioXeH-
HOCTb K 0KMPEHMUIO0, TP 3TOM IPUMEPHO Yy KaXK/A0T0 TpeThbero U36bITOYHAs Macca TeJsa pop-
MHpOBaJach C paHHEro Bo3pacTa.

Y neTeil c abJOMUHAJIbHBIM OXKUPEHHEM YyacToTa posiBjieHU MC oka3sasach CyleCTBeH-
Ho Bbille. HabJro4a10Cch coyeTaHUe HECKOJIbKUX HapylleHUN: apTepruaibHOW TMIepTeH3UH,
rUnepypuKeMuy, TUIepxoaecTepuHEMUH, TUMIEPJIUIINAEMUNA U CHUXKEHUS TOJIEPAHTHOCTH K
ritoko3e. [lofo6HbIe U3MeHeHUsA GOPMUPOBAIU BBICOKUH PUCK PaHHEr0 pa3BUTHUA JUabeTa U
cepAe4HO-COCYyIMCTOM MaTOJIOTHUH.

TakuM 06pa3oM, KIMEHHO BHCLiepaJbHbIM THUIl XKUPOOT/IOXKEHUS aCCOLUUMPOBAH C boJsee
Heb6/1aronpUATHBIM MeTab0JMYeCKUM popuieM y leTel U MOJLPOCTKOB.

Bobigoowi:

1. MeTabosiMuecKui CUH/IPOM 4Yallle BbISIBJSETCH Y eTell U NOJPOCTKOB C a6J0MHUHAJb-
HbIM TUIIOM O0’KMPEHMUS 110 CPAaBHEHHUIO C IK30r€HHO-KOHCTUTYLIMOHA/IbHbBIM.

2. N36bITOYHOE HaKOIJIEHHE BUCLLePaJIbHOTO KHUPa aCCOLLMMPOBAHO C TUIIEPYPUKEMUEH,
apTepuaJbHOM rUNepTeH3nel, AUCIUNINeMUel U HapylleHeM yIjeBOJAHOr0o o6MeHa.

3. A6joMHHa/IbHOE OXXUpEHHUEe CJieflyeT paccMaTpUBaTh KaK KJIIOYEBOW JMarHocTHye-
CKUU MapKep pucKa MeTab0JIM4eCcKOro CUHpOMa B IeTCKOM BO3pacTe.

4. PaHHee BbIsiBJIeHME U TPOPUIAKTHKA 103BOJISIIOT CHU3UTDh BEPOATHOCTb Pa3BUTHSA JIU-
abeTa 2 TuIa U cep/ie4HO-COCYyAUCThIX 3a60JIeBaHUU BO B3pOCJIOM BO3pacTe.
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CAJIMKOB T, TYKBEKOBA B.T.,, BASAPEAEBA A.A,, EPEMUYEBATT.

IMNOPAXKEHME XEJYA04YHO-KUIIEYHOT'O TPAKTA ITPU UHCYJIMH3ABUCUMOM
CAXAPHOM JIMABETE Y JIETEH KAPATAH/IUHCKOI'O PETUOHA

HAO «KaparaHauHCKUU MeJULIMHCKUM YHUBepcUuTeT», I. Kaparanaa, Kazaxcran
AO «Hay4HbIN LleHTp NeJUaTPUU U JeTCKOU XUpyprum», I. Anmarsl, KasaxcraH

AxkmyaabHocmb. [laHHbBIE TMTepaTypbl U KJIMHUYeCKas NpaKTHKa [10Ka3bIBalOT, YTO caxap-
HbIM JMabeT OKa3blBaeT 3HAUYUTE/IbHOE BJIMSHUE HA YaCTOTY NOpa)KeHUsl OpraHoOB NUlleBape-
HUA. BOJIBIIMHCTBO paboT N0 NAaTOJIOTUM OPraHoB XKeJsyA04yHo-KuleyHoro Tpakta (PKKT) npu
caxapHOM JAuabeTe NOCBAILEHO B3p0oca0My HaceseHuto [1,2]. HeaHauuTesibHOE KOJIUYECTBO UC-
cnenoBaHul no natoJsioruu opradoB JKKT y neTeil caxapHbIiM juabeToM 1 Tuna He AAIOT MOJIHO-
ro npe/cTaB/eHUsi 00 U3MeHEeHUsX, IPOUCXOAAINX B 3TUX OpraHax.

CorztacHO MMeRILUMCS JJaHHBIM, MEXaHU3M HapylleHUH OpraHOB NUILeBapeHus B 1€TCKOM
BO3pacTe NMPU MHCYJIMH3aBUCUMOM CaXapHOM JMabeTe SABJISETCSA CJ0XKHBIM U 10 KOHLA HEBbISAC-
HeHHBbIM [3]. B iuTepaType OTCyTCTBYeT eiMHas TOUKA 3peHHUs 110 3STOMY BOIIPOCY. BoJIbIIMHCTBO
aBTOPOB BeJlylilee MeCTO B MIaTOreHe3e raCTPO3HTEPOJIOTMYeCKHX HapylleHU OTBOAAT Mopake-
HUIO BUCLepa/IbHOM HHHepBaluU. [lpyrue ucciaefoBaTesd CYUTAIOT, YTO OBPeXKJeHUe BOJIOKOH
6/1yKJalol1ero HepBa, MHHEPBUPYIOLLETO KeJTYJ 0K, IPUBOAUT K yTHETEHHUIO CEKPETOPHOU PyHK-
uu xenyzka. Hapyuienue cekpeTOpHON QYHKLMM XKeJlyZiKa CBA3BIBAIOT C HAJIMUMEM MHUKpPOaH-
TMONATHUH CJIM3UCTON 000JI0YKH, YMEeHbLIEHUEM ee KPOBOCHA0KeHH S, Ha/IMYMeM I'MCTaMUHEMUH,
ayTOMMMYHHbIMU NIPOLieCCaMU, U3MEeHEHUEM CTPYKTYPbl CIM3UCTOM 060/104KH [4,5,6].

Llesb uccnedosaHus. Llenblo HacTosIEeN PabOThI IBUIOCH UccieoBaHKe nopakeHUi KT
IpY UHCYJIMH3aBUCUMOM CaxapHOM Jjuabete y feTel I. Kaparanapl u KaparanauHckoi 06J1acTH.

Mamepuaswst u memodsl uccaedosanus. iccnejoBaHue NPpOBOAUIOCH pe3UieHTaMu 2 rojia
00y4yeHUs1 06pa3oBaTesbHOM NporpaMmel [leuaTpus Ha 6a3e IHJOKPUHOJIOTUYECKOTO OTAeie-
HUSI MHOTONPOPUIbHON 06J1aCTHOM JIeTCKOU 60JibHULBI T. Kaparangbl. O6ciejoBaHo 28 geTeit
B Bo3pacTe oT 7 10 16 jieT (8 Ma/iburkoB U 20 feBo4YeK) C MHCYJIMH3aBUCHMbIM CaXapHbIM Jjda-
6eToM, KOTOpble NPHY NOCTYNJIEHUH B CTALlMOHAP NpPebsABJANU KaJo0bl HA 60JIM, IpeuMylle-
CTBEHHO B BepXHel M0JIOBUHE KMBOTA, AUCNIeNITUYeCKHUe paccTporcTBa. U3 ux 21 (71%) netei
- ropoackue, 7 (25%) - u3 cenbckux paioHoB. 11 (39%) 60/1bHBIX UMeJsU clienuduyeckre oc-
JIOXKHeHUd uabeTa B BU/Jle UabeTUYeCKO aHr'MoNnaThy, HepponaTHUH, XahponaTHUH.

[lo fyiuTeIbHOCTH 3a60/1€BaHUSA CaXapHbIM 1MabeTOM JIeTH paclpe/ieisiJIMCh Ha FPYIIbL: B
IepByI0 IPyNnmy BoIIo 4 pebeHKa C AJMTeJbHOCTbIO 3a00JIeBaHUS [10 OHOT0 r0/ia; BO BTOPYIO
rpynmny 9 60JbHBIX C JIUTEJbHOCTbIO 3a00/1€BaHUs OT OJHOT0 rofa [0 NATH JIET; TPEeThIO IpyI-
Iy COCTaBUJIU 15 NallMeHTOB C JaBHOCTbIO 00JIe3HU CBbIlEe NATH JIeT. CpeiHeTsKesl0e TeyeHue
fnabeta umesio Mmecto y 12 (43%) netei, Tsxkenoe tedeHue y 3 (11%) 60bHBIX. Y 60JIbIIMH-
CTBA JleTel, 60J/Ie0IUX UHCYJIMH3aBUCUMbIM CaxapHbIM UabeToM 6oJiee 5 JIeT NOTPeOHOCTDh B
uHcyuHe coctapasaa 0,7-0,9 eq/kr; ot 1 roga fo 5 et - 0,5-0,6 en/kr; go roaa - 0,3-0,5 eq/kr.

BceM peTsiM Hapsiay ¢ 0o6cejoBaHUEM 110 OCHOBHOMY 3ab0JieBaHUIO /i1 BepudurKalyy na-
tosioruu KKT 1onosiHuTeIbHO NPOBOAM/IUCE: 330(aroracTpoAyoZ,eHOCKONHUS M0 O6LeNPUHATON
MeTO/MKe, onpe/iesieHre Hannyus Helicobacter pylori, yipTpa3BykoBoe ncciesoBaHMe OPraHoB rra-
CTPOAYO/ieHa/IbHOU 30Hbl, KOIPOrpaMMa, UCcCIeJloBaHMe KaJla Ha JUCOAKTepUO3 U ihLia IJIMCTOB.

Pesyrbmamui uccaedosanus. Y 17 neteit (61%) npu KJIMHUYECKOM 00CJie[JlOBAHUU OTMe-
yasiacb yMepeHHasi 60JIe3HEHHOCTb B 3MUTacTPa/bHOU U racTpoAyoJeHabHOM o6JacTax. Y 11
(39%) nmauMeHTOB C a/106aMU Ha U3XKOTY, TOpedb BO PTY, OTPBLKKY KUCJBIM, TOLUIHOTY, IEPHU-
OJIMYEeCKUM MeTeOpH3M U HapylleHHeM CTyJa, IPU NajblalUu OTMevaach pe3Kas 060Jie3HeH-
HOCTb B 3MIUracTpaJbHOW 06J1aCTHU U N0 X0y KHILIEeYHHUKA.

Y 100% o6c1eloBaHHBIX BbISIBJE€H XPOHUYECKUH racTPOAYO/leHUT: TUIlepIacTUudeCcKuu
-y 12 (43%), apo3uBHbiii - ¥ 9 (32%), moBepxHOCTHBIN -y 7 (25%) feTelt, AyofeHoracTpasib-
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HbIH peduitokc -y 10 (36%) 60sabHBIX. Y 12 (43%) neTelt 66110 BbisiBIeHO Haanuue Helicobacter
pylori. ¥ 15 60abHbIX (54%) oTMeyvasics AUCOMO3 TOJICTOTO KUIIEYHUKA, Yallle 32 CYET OTCYT-
CTBUSI 6UPUJ00aKTEPUM U CHUXKEHHUS 0011Iero KOJIM4eCcTBa KUIIeUHOW MaI0uKH.

[Ipy ynpTpa3ByKOBOM MCC/I€J0BAaHUM OPraHOB racTpoyo/ieHaJbHOU 30HbI Y 15 54%) ne-
Tel BblBJeHa JUCPYHKIMA OUIMAPHOTO TPAKTa, IPEMMYLIeCTBEHHO 110 THIIOKUHETUYECKOMY
Tuny, 1o 25% (7 nayueHToB) - AUGPy3HbIe U3MEHEHUS MO KeIy0UHOH KeJsie3bl, IPU3HAKU
peaKkTHBHOIO MaHKpeaTUTa.

Y 3 (11%) ob6cien0BaHHBIX 0OHApYKeHa IJIMCTHasA UHBa3us (ackapuabl, asaM6.inu). Konpo-
soruvyecku 18 (64,3%) feteld Mesu pU3HaKU GpepMeHTAaTUBHOM HeZJ0CTaTOYHOCTH KeJlyAKa
Y MO/ KeJIyJ0UHOH KeJie3bl B BU/JIE KpeaTopeu, CTeaTopeu U aMuiopeu, U3 HuUx y 3 (16,7%) B
KOoIporpaMMe 06HapyKeHbl UCTHI JIIMOIUH.

Bobigodbi:

1. [TaToJi0TUA KeNYA0UYHO-KUILEYHOTO TPaKTa y JieTel C MHCYJIMH3aBUCHMBbIM CaxapHbIM
finabeToM y aeTel . Kaparan/ibl 1 06J1acTU BbisiBJIEHA B BU/Je ractpoayogeHuToB y 100%, auc-
6103a TOJICTOr0 KHIlleyHUKa — Y 54%, riMcTHOM nHBa3uu -y 11 % 60/IbHBIX.

2. HapylieHueM MOTOpPHO-3BaKyaTOPHOM QYHKLHUM B BHUJE [yOJleHOTaCTPaJbHOTO ped-
JIIOKCa cTpajatoT 6oJiee TpeTH (36%) fieTel ¢ caxapHbIM AuabeToM 1 Thna, 60Jiee MoJ0BUHbI 15
(54%) - pucdyHKLIMEN GUIMAPHOTO TPAKTa, IPEUMYLIeCTBEHHO N0 TMIIOKUHETUYECKOMY THUITY.

3. YeTBepTh (25%) 60/IbHBIX TPH YJIbTPA3BYKOBOM MCCIe0BAaHUU UMEIOT AU Py3HbIE U3-
MeHeHHUs NoJpKeJyJ0YHOH »KeJie3bl ¥ IPU3HAKW PeaKTUBHOr0 MaHKpeaTHUTa.

4. BeisiBsieHHble y 64,3% nanMeHTOB U3MEHEHUS B BUZe KpeaToOpeH, CTeaTOpPeU U aMHUJIo-
peu CBU/IeTebCTBYIOT O NPU3HaKaX GpepMeHTAaTHUBHON HEJJOCTATOYHOCTH XKeJyJiKa U NO/Key-
JIOUYHOM KeJie3bl.
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CAMAPOBA Y.C.,, HYPMYXAHOB A.M., ?)KAKAJIMH A.b.

OPTOIIEAUYECKAA KOPPEKIIMA ABUTATE/IbHbIX HAPYIIEHUHN
Y IETEW C HEPEBPAJIbHBIMU HAPYIIEHUAMHU HA IPUMEPE COLIMA/IBHOIO IIEHTPA
«KAHCAA» I. ACTAHBI

HekomMepueckoe akiiMoHepHOe 0611ecTBO «MeaunmHcKku YHuBepcuteT CeMei»,
r. Cemeli, Kazaxcran

AxkmyaavHocmb. [leTckuil nepebpasbHbii napanuy (JLII) - aTo 3a6osieBaHUe, IPU KOTO-
pO¥ MMeeT MeCTO HapylleHue IBUTraTeJbHON QYHKIUU B pe3y/bTaTe CIPOBOLUPOBAHHOIO Ha-
pylleHus LleHTpaJbHOW HEPBHOM cucTeMblI [13, 16].

B TeyeHUHU KM3HU COCTOSIHME HE IPOTPeCCUPYET, XOTS CUMIITOMbI CTAHOBSATCS 60J1ee Bblpa-
YKEHHBIMU 110 Mepe pa3BUTHUSA pebeHKa [1].

AKTyanbHOCTB AeTcKoro 1epebpanbHoro napaauya (/JLI) Ha coBpeMeHHOM 3Tamne omnpe-
JleJIleTCs TeM, YTO 00yCJIaBJIMBaeT BbICOKYIH 4aCTOTY HEBPOJIOTMYECKOW MHBAJIUJHOCTH, TZe
HabJiroiaeTcs TsKeslas AaTOJIOTHSA CO CTOPOHBI ZIBUraTeJIbHOW cucTeMbl. Hay4yHble uccieoBa-
HUSI OTMEeYaloT, 4To A0/ uHBasuaHoctH no JAUII coctaBasieT oT 30% 10 70% oT 0611e¥ CTPyK-
Typbl MHBaMHOCTH [8,7]. [lo naHHBIM BceMupHoO# opranusanuu 3gpaBooxpanenus (BO3) un-
Ba/M/ibl cocTaBasAOT 10% Bcero HacesieHUsl 3eMHOTO 1Iapa, U3 HUX 150 MUJIJIMOHOB - JieTH. B
KazaxcTaHe, 10 JaHHBIM CTaTUCTUKHU, HA Y4eTe COCTOUT 6oJiee 44 ThicAY JeTel-UHBAJINU/0B, U3
HUX cBbllle 10 ThicAY AeTel ¢ AMarHO30M JeTCKUM 1jepebpasibHbIN napaany

Cnenyrouiyii paxktop, onpeaensoiiui aktyaabHoctb JLII, aBjsieTcs yacToTa ee pacnpo-
CTPaHEHHOCTH, KOTOpasi 0 JaHHbIM HayYHBIX UCCJIe[J0BAaHUU UMeeT TeHleH[ 110 pocTa. [lo fan-
HBbIM MCC/e/joBaTe/iel pa3HbIX CTPaH, 3aHUMAIILMXCA 3TOU IP06JIeMOH, 0TMEeYaloT, YTO pacnpo-
cTpaHeHHOCTb oT 1,5 1o 4 u Beie Ha 1000 HoBopoxAeHHbIX. B IlIBenuu u ABctpanuu LTI
peructpupyeTtcs Ha ypoBHe 2,3 caydasd Ha 1000 geTen.

JpyruM HeMaJl0Ba>KHbIM QaKTOpOM, onpeensaiiui aktyaabHocTb JUII aBiaseTca cove-
TaHUEe C JPYTUMHU pacCTPOMCTBAMHU HEBPOJIOTUYECKOTO M/UJIH NCUXUATPUUECKOTO XapaKTepa,
YTO NPUBOAUT K BbIpaXKEHHBIM CTOMKUM OTpaHUYEHUSAM PU3NUYECKUX BO3MOXKHOCTEN U CHUXKe-
HUIO KayeCTBa )KU3HHU BO BCeX acleKTax.

TakuM 06pa3oM AeTCKUH LiepebpaibHbIM Napaanuy OCTaeTCs BaXXKHOU aKTya/IbHOM npobJie-
MOM MeJIMLIUHBI U 3/IpaBOOXpaHEeHUs BO BCEM MUPeE

Lleav uccnedosaHus. 3yyeHre opraHU3aldu OPTONEJUYECKON MOMOILU AEeTsM C lLiepe-
OpaJsibHBIM MapajnyoM B LleHTpe coljpaibHOTO 06CaAyKUBaHUsI HaceseHus «KaHcasi» . ACTaHa,
Pecny6sirika Kazaxctan

Mamepuaawvl u memodbsl uccaedosaHus. B ucciefoBaHUM U3yYeHbI NMOJHOTEKCTOBbIE MY-
6/IMKallMM Ha aHIVIMMUCKOM U PYyCCKOM fI3bIKaX, KOTOpbIe MOCBSAILEeHbl paclpoOCTPAaHEHHOCTH U
OpraHU3al UM OpTONeJUYeCKOM OMOLIY AeTAM C LiepebpabHbIM NapaJudyoM.

B mnponecce moucka JauTepaTypbl HKCIOJIb30BaHbl CJeAYIOIHE IOUCKOBbIE CHUCTEMBI:
Pubmed, Web of Science Core Collection, Cyberleninka, Google Scholar, no k/i1toueBbIM c/10BaM, a
TaK)Ke CTaTUCTUYeCKHe aHHble LleHTpa conmanbHOro 06caykuBaHus HaceneHus «KaHcasa» I.
ActaHa, Peciyb6sinka KasaxctaH.

Pe3ynbmamul u ux o6cyxcdeHus uccaedosaHus. JleTckui 1epebpasibHbIN Mapajuy — 3TO CO-
BOKYIHOCTb XPOHUYECKUX I'PYNI C HENPOrPeCcCUPYUIMM CUMITOMOKOMIIJIEKCOM JIBUTrATe/lb-
HbIX HapyLIeHUH 10 OTHOIIEHUIO K OPaXKeHUSIM r0JIOBHOI'O MO3ra B IepUHAaTaJIbHOM NlepUo/e.

[Ipu faHHOM 3260J1eBaHUM HA6JII0/1aeTCsl OTPAaHUYEHHOCTDb JIBUXKEeHHUS y pebeHKa Y 10J1-
HOCTbIO OTCYTCTBYIOT, a TaKXKe 4aCTO C BO3PAaCcTOM HabOJII0JAI0TCA CHUKEHWe UHTeJJEeKTa, 3a-
Jlep>KKa peyu Y 3NUJIencus.

HcTopusa usyyeHus

B 1853 rogy aHrnuickuil Bpad-akyuiep JIMTT/I, BepBble BbIIBUHYJ KJIUHAYECKOE OIKCa-
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HUe 3a60JieBaHus, T03TOMY 3a60JieBaHUIO a/ikd UMs yuyeHoro U B TeueHur 100 siet LTI Ha3bI-
BaJicd 60Jsie3HbI0 JIUTTS.

B 1893r. 3urmyng ®peiif, npeioxKua TEPMUH «LeTCKUH LiepebpabHbIMA Napaanuy», KOTO-
pblil 06'beJUHUI BCe POPMbI CIACTUYECKUX Napauiyeld BHYTPUYTPOOHOT0 NPOUCXOXKIAEHHUS CO
CXOJHBIMU KJIMHUYECKUMU NIPU3HAKaMU B IPyNNy LepebpasibHbIX Napanuyei [10].

PacnpocTpaHeHHOCTH AeTCKOro BepeopajbHOro napajnya.

dnupaemuosorus LI B 3apybexHbIX CTpaHax MMeeT pa3Hylo Bapyalvio, Tak B ABCTpauu
v EBpone nokasatesib yactotbl LIl cocTaBaseT 1,4-2,5 Ha 1000 :xuBopoxKAeHHbIX. OJHAKO UH-
TeHCUBHbIN nokasaTtesib Il 6osee 3 Ha 1000 xuBopoxkgeHHbIX 0OTMevyaeTcsa B CIIA, Erunte
v TaiiBaHe [12.16]. [lo ctatuctuyeckum ganHbiM H.N. El-Tallawy u coaBT., pacnpocTpaHeHHOCTb
AUIl B Erunte gocturaet 3,06 Ha 1000 xxkuBopoxkaAeHuU. HayuHble vMccie10BaHuUs, IPOBEJIEH-
Hble B lIBenuu, @PUHAAHAUU UM AHIVIMM, MTOKa3aJY, YTO JAaHHBIA MOKa3aTesb paBeH 2,0-2,5
Ha 1000 geTckoro HacesieHus [11].

[Io faHHBIM 3NUEMUOJIOTUYECKUX UCCIe0OBaHUU YyacTtoTa ciay4daeB /ILII B Poccuu BO3-
pacTaeT, HO JlaHHbIe PAaCPOCTPAaHEHHOCTU pPa3Hble B ee pa3/IMUHbIX peruoHax. B pecnybymkax
Mapuii 31 u KanMbikus, a Takke B KeMepoBcKoM 06J1aCcTU CUTYallMs 0 pacCipoCTPaHEHHOCTHU
JUII Haubosiee HeGaronoayyHas. Ha 12,3% Ha6utomaeTtcs poct 3a6osieBaemoctu [T B CTas-
pomnoJibckoM Kpae. [2,3,5,6]. [laHHble HcciejoBaHUS Ka3aXCTaHCKUX ydyeHbIX ¢ 2013 mo 2017
IT. IOKa3bIBalOT 006 yBesimyeHuHU 3abosieBaemoctu JJLUII B cpennem Ha 21% [4].

Oproneauyeckue ocaoxHeHusa npu JLII

OpHo# ocobeHHOCTBIO 3a60s1eBaHus [ siB/isieTCSI BOSHUKHOBEHHE OPTONEJUUECKHX OC-
JIOXKHEHUH, CO CTOPOHbBI BepXHel U HU>KHEN KOHEeYHOCTeHN 4acTO PaHHUX, ObICTPBIX U B3aUMOC-
BSI3aHHBIX, B BU/Ie KOHTPAKTYPhl CYCTABOB, CKOJIM030B, BLIBUXOB 6e/ipa, AepopMaliiu CTOII, He-
NPaBUJIbHON OCAaHKU U HAapylLIEHHUS TOXOJKH.

[Ipu TakHX OC/JIO)KHEHHUSIX, HECBOEBPEMEHHOE MPOBeJileHUe MPOPUIAKTUKU U KOPPEKIUU
NPUBOJAT K CHUXKEHHUIO PeCypcoB pebeHKa U ero MoTeHIMaJbHbIX BO3MOXKHOCTEH, Jlaxke MpHU
JIETKOW UJIU cpesiHel cTeneHu Tshxkecty LTI

CnenoBaTesibHO, ONTUMU3AlMsl OPTONEAUYECKOTO JIeUeHUS U peabUJUTALUU C yYeTOM
BO3pacTa, pocTa U pa3BUTUSI pebeHKa U ero aJanTallMOHHbIX BO3MOXXHOCTEN UMeEET BaKHOE
3HAUYEeHME B aCMeKTe aKTyaJIbHOCTH JJAHHOTO 3a60JieBaHUS.

B llenTpe «XKaHcasa» aKLeHT AeslaeTcs Ha NPOPUIAKTUKY U KOPPEKLUIO OPTONEeUYeCKUX
OCJIO)KHEHUH C paHHEero BO3pacTa, YTO MO3BOJISET yAY4YIIUTh QYHKIMOHAJIBHOE COCTOSIHUE U
MOBBICUTh KAaUeCTBO KM3HU pebEHKA.

O611ee KOJIMYECTBO MPOJIEUEHHBIX AeTel no rojgam coctaBuau: 2022 r. - 560 getei, 2023
r.—- 620 geten, 2024 1. - 640 geteir. UToro 3a 3 roga: 1820 netent

Hons geteit ¢ nuarnosom JIUIT: 2022 r. - 218 peteit (38.9%), 2023 1. - 223 peteit (36.0%),
2024 1. - 240 peteii (37.5%)

Bcero3a 3 roaac 2022 no 2025rr: 681 netei ¢ JJLUII, nosyduau opToneindecKyto IoMolb,
4YTO cocTaBJsieT B cpefiHeM 37.4% oT 06111ero yuc/ia nposiedyeHHbIX.

CoBpeMeHHOe TeXHHYEeCKOe OCHalleHue

Lentp «»KaHcasi» BHeJpsieT COBpeMeHHbIe TEXHOJIOTUU B OPTONEAMYECKON peabUIMTa-
LJUU: TPEHaXEphl C OMOJIOTUYECKON 0OpaTHOM CBA3bIO, cTabua0NAaTGOPMbl U BEpTUKAJINU3aA-
TOPBI, MHAWBU/JYa/IbHbIE OPTONEAUYECKUE KPeC/a, XOAYHKU Y aJlallTUPOBAaHHbIE MOAY/IbHbIE
cucteMbl. 060py/l0BaHUs alallITUPOBAHbI /11 6€30nacHOro U 3pPeKTHUBHOTO UCIO0JIb30BaAHUS
NleTbMU C TskéabIMU popmamu LIl UHAMBUAYaSbHBIA MOAX0[ U MYJbTUAWCLUIIMHAPHAS
koMaH/a. KaxxjoMy pe6éHKy GopMUpyeTCcs NePCOHATU3MPOBAHHBIA peabUIMTallMOHHbIH MJ1aH

B 1ieHTpe npoBoAATCS KOMIJIEKCHOE 06CJ/ie[JloBaHME COCTOSIHUS ONMOPHO-JBUTATEbHOIO
anmnapara € y4yacTHeM OpToIle/ia, HEBPOJIOTa, peabuJIUTOI0Ta U Bpaya MCHUX0JIoTa MaCCaXKUCTa,
Jioromneza, fedpeKTosiora.

B nocnepytouem aetam c LI B 3aBUCUMOCTH OT COCTOSIHMS pebeHKa Ha3HAYalTCA COOT-
BETCTBYIOLIKE OPTOINEJUUECKHE METO/IbI JIEYeHUS U PeabUIUTaALU Y.
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[lo Hay4YHBIM UCCIEOBAaHUAM MHOI'MX aBTOpOB OT 010 3/1eT B nmpouecce Je4eHUs1 OMHU-
HUPOBaJa opToneuuecKas KOppeKL sl MbIIIeYHOI0o TOHyca [Jisi UMMOOUW/IM3allMi 3TallHbIMU
TMIICOBBIMH MOBSI3KaMU C NOCJEeAYIOIIUM HOLIEHHWEM OpTe30B U OpTonefuYecKo o6yBH [9].
[ npodUIaKTUKU U MUHUMU3AL UM OPTOINeUYeCKUX OCJI0XKHEHUHN (KOHTPAKTYpP, MOPOYHbBIX
YCTAaHOBOK KOHEYHOCTEeH, a Takke 3Pp(PeKTUBHOrO BBINOJHEHUS NPOrpaMMbl peabUJINTalMOH-
HOTO JIeYeHHs UMeeT OpTolleJUuyecKoe JedeHHe B JAHHBIM [1IeprUo/, UMeeT BaXKHOe 3HaYeHue.

Takue MeTO/ bl JieueHHUs] IPUMEHSIOTCA U B COLUA/IbHOM LieHTpe «XKaHcasi» I. ACTaHBbl, T
MCIIOJIb3YIOT OpTe3bl (ONOpbl, TYyTOPbI, KOPCETHI, CleluaJbHble 00yBHble U3/eJIUs), U3rOTOB-
JIEHHBIX C Y46TOM aHaTOMHUYECKUX 0COOeHHOCTel pebéHKa. B Bo3pacTe OoT 4 U Bbllle JIET, IZe
HabJIIoauCh CTOMKUe lepopMaliiyM KOHEYHOCTEN U KOHTPAKTYphl CYCTaBOB,HEYCTPOHseMble
TMIIOCOBHMEM, HA OCHOBAHMU KOHCY/IbTALlMU XMPYPraMy HallpaBJs/IMCh HA XUPYpPrU4ecKue Jye-
YeHHUs.

[lo laHHBIM CTaTUCTUKU LeHTpa «KaHcasa» ¢ 2022 no 2024 rr Ha onpepaTHUBHOE JieYeHUe
C LleJIbI0 KOPPEKIIMU ABUTraTeJbHbIX paccTpoiicTB npu JUII» 6b110 HanpassieHo 51 jeTel, us
HUX AeBOoYKHU cocTaBuu 36(70,58%), manbuuku 25(49,01%).BospactHoe pacnpeaenenue JAI1
coctaBiisieT oT 0-4 et 7(13,72%), ot 5-9 net 26(50,98%), ot 10-14 seT 12(23,52%), cBbiie 15
neT (76%).

B menTtpe «XKaHcas» 3a Tpu roga O6bL/IM BbIABJIEHBI C/leAywinue AedopManuu U Npo-
BeJleHbl XUpyprudeckoe jedyeHue: JKBUHycHasa crtona — 28 (54,90%), niockoBaibrycHas fe-
dopmanus cron-33 (64,70%)

He MasioBaXkHY10 pOJib B OKa3aHUHU opTonearudeckor nomoinu getam ¢ A1l urpaet rpamot-
Has aKTUBHOCTb POAMTEJIEN 110 JOMALIHEMY YXOAY, 10 UCII0JIb30BAHUIO OPTONEANYECKUX U3/le-
JIUM U BBINIOJIHEHMEM CIlelJUaJ/IbHbIX YIpaXXHeHUU. B conuanbHOM nenTpe «KaHcasa» . AcTaHbl
110 JJAHHOMY HallpaBJIEHUIO BeJleTCsl MHCTPYKTaX U o6ydyeHue poguTeneld. HazHavyaroTcs cnenu-
aJibHble yHpaXHEHMU JJiF pacTsKeHUs U yKpeIJleHUs MblLIL; pa3BUTHE KOOPAUHALUU U paB-
HoBecus. Maccaxk U MaHyaJibHas Tepanus: CHKeHUe CIaCTUYHOCTH, NpodUIaKTUKA KOHTPaK-
Typ. O6paTHbIe CBSA3U, IOJIyYeHHbIE OT POAUTEJIEN B LIeHTPe OPTOIleUYeCKON peabuInTaLuy,
NOKa3bIBAIOT yJy4llleHWe MOXO0AKH U OCAaHKH, CHUXKeHHUe 60JIeBOr0 CUH/JpOMa, yBeJIMYeHure Jua-
N1a30HA [IBMXKeHUH B CyCTaBaX, IOBbILIEHHE CAMOCTOATEJbHOCTU B IOBCEJHEBHOU aKTUBHOCTH

Buigodul. LleHTp conpanibHOTO 06Cay>KMBaHUSA HaceneHUs «KaHcasa» B I. AcTaHa - 3TO He
NPOCTO YYpex/JeHue MOMOIIY, a COBpeMeHHasl peabuiuTalMoHHas miatdopmMma, rae aetu c AT
NI0JIy4aloT Ka4eCTBEHHYI0 OPTOIeJUYeCKYI0 MO LEePAKKY.

YuuTbiBas BbICOKYIO JjoJ1t0 JleTel ¢ guarHo3oM LTI (B cpegueM 37.4% 3a nocsiefHue TpU
rojia), oproneMuyecKoe HanpaBJieHHe paboThl LleHTpa o npaBy cYMTaeTCsd OJHUM U3 NPUOPHU-
TETHBIX, 6J1aroiapsi COBpeMeHHOMY 000pYA,0BaHHUI0, BbICOKOKBAJIMPUIUPOBAHHOMY I1€PCOHATY
Y UHAMBUAYaJIbHOMY NOAX0y, peabunutauus geteit ¢ LIl ctaHoBUTCs 60s1ee 3P eKTUBHOM, a
MX Ka4eCTBO KU3HU — BBhIILIE.
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CAPTEJIOB C.I1I., TAMHEKOBA A.Ill, KABJIAH 9.5., CEPUKBA M.K.

BPOHXOKIIEJIK AUCIIJIASUAHDBIH, PEHTTEHOJ/IOTUAJIBIK /KOHE KOMIIBIOTEP/IIK
TOMOTPA®PUAJIBIK JUATHOCTHKACHI

«[leguaTpus xxaHe 6asiasiap XUPypPruscel FblIbIMU opTanblFbl» AK, Anmarsl K., Kazakctan
«C.[. AcbenpusapoB ateiHaarbl Kas¥YMY» KEAK, AnMatsl K., Kazakctan

Takbipvin e3ekminiel. lllana TyblIFaH HapecTeJiep/ie ThIHBIC aly/blH Oy3bLI1y CUHJPOMbI-
HbIH, >KOHE OKIIEHIH *KacaH/ibl BEeHTUJISALMSCBIHBIH aca KayilTi acKbIHYyblHA OPOHXOKIEJIK J1C-
nuasus (bO/1) xatazpi[1].

VNHTeHCUBTI Tepanusi HEOHOTOJIOITapbl MeH 0acka Ja MaMaHJapZblH aJblHJa, laja
TYFaH HOpecTeJepAiH pecnupaTopJiblK JUCTPeCC-CUHAPOMbBIH/A, KypCaK illijJik MHPEeKLUAMEH,
CEeICUCTIK ypAicTepMeH Kypecy/Ze canasbl )KapieM KepceTy/ie 6ipkaTap Macesiesiep 6ap. OCbIHBIH
CaJllapblHAH OTe LlIaJia TYblJIFAaH HOpecTeep/iH AaMblIl XKeTiJIMereH eKIleci, HopecTe eMipiHiH,
asFalikpl  1-1mi aMbIHZA CO3bLIMaJbl aypyJapfa ocipece BO/l okesin coraTbiHbBI >KeHiHAerl
cypakTtap nauja 6osayzaa [2,3]. 2KaHa TyraH 6ajsiasap/iblH, 9cipece 11ajsa TyFaH HopecTesep/liH,
aHaTOMO-(QU3HOJIOTHUAJIBIK, epeKLIeiKTepi epeceKTepre XoHe eceilireH Oajajapra KaparaHza
OKIleJIiK acKbIHyJ1apFa 6elliM kesefi [3,4].
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1995 xbL1laH GacTanm OyJl MATOJIOTHS >KEKe HO30JI0TUSJIbIK ¢dopMa peTiHJe, OpOH-
XOKIeJliK aypy/napAblH KikTesayiHe eHrisinzi, 10-mbr XAXK P27.1. py6pukacbiHa KocbliraH. b6/
(Bronchopulmonary dysplasia -BPD) kaHa TyFaH, kebiHece 11a/1a TyFaH HOpeCTeJiepe peciu-
paTopJIbIK OY3bLIBICTApAbl eM/eyAe, OTTETiHIH »KOFapbl KOHLEHTPALUAChl 6ap OH KbICHIM/bI
©7KB KoJsiiaHybIHA 6aliJIaHBICThI JAMUTBIH, OKIIEHIH, CO3bIJIMaJbI aypyshl [5].

b6/l pereHimi3 masna TyblIFaH HOpecTeJIep/iH MHEBMONATUACBIHBIH, aCKbIHY/IApbl, AFHU
y3aK YaKbIT OTTETriHiH »XOFapFbl KOHI|EHTPALUACHIH KOFAapFbl KbICBIMMEH OKIlere acaH/ bl BeH-
TUWIALMA KaObL1JaFaH HopecTesepAe JaMUThIH aypy. bO/l anramkplja maja TyblIFaH Hape-
CTeJIepAiH ATPOreHUsIChl TYpiHJe cunaTtTaajbl. Kasipri ke3ze 6ananap/blH aJfallKpl XKbljaja-
PBIHBIH, 6KIEHiH CO3bLIMaJbl 0OCTPYKTUBTIK aypybIHbIH (OCOA) HO30/10TUSJIBIK KeKelle Ba-
pUAHTHI peTiHJle KapacTbIpblIy[a >XoHe JUAarHOCTHUKACbIH/JA Heri3iHeH peHTreHorpadusMeH
KOMIIbIOTePJIiK ToMorpadus KosaAaHbliajbl[6,7,8].

ConbiMeH, BO/] - kenTereH co3blIMaJibl aypyJiap/aH alblpMallblIbIFb]l 6ap XoHe Jie MOoCT-
HaTaJIblK Ke3eH/le OKIIeHiH JypbIC eMec JaMybIMeH CUNIaTTalaThIH KafF/ial, COH/IbIKTaH «OpOH-
XOKIIeJIiK JUCIJIa3va» TEPMUHIH caKTall KaJfaH AypbIC.

3epmmey o6sekmici. Ocbl )xyMbicTa 1 aliaaH 3 kacka gelinri (38 yu1 6ana xoHe 35 KbI3
6aJsia) 6poHx-eknesik aucmiasusacel 6ap, 2013-ten 2025 xblara feninri keseyge [IBXFO-ra
YKATKbI3bLJIFaH 73 6a/laHblH KeyJie KybICbIHbIH, peHTreHorpadusicbiHa )XoHe KOMIIbIOTEPJIiK TO-
Morpadusi HoTHXKeJiepiHe Ta/jay Xaca/ibl.

Acnanmulk 3epmmeynep MblHAAapdbl KAMMbIObl: KeyLie KybIChl (6KIle) MyllesepiH peHTTe-
HOJIOTUSJIBIK, KOMIIBIOTEPJIIK-TOMOrpapUAIbIK 3epTTEYIED.

BpoHx-eknesik ducnia3usicbl COHFbI AMArHO3 KO0/ a LIellylli M9H — 6aJlaHblIH, 111aJia TYbLIYbl
MeH OKIIeHiH, »acaH/bl ThIHbIC allllapaTbIMEH [leM aJly, COCbIH Key/ie KybICbIHbIH, peHTreHorpa-
busChI )KoHEe 6KIIeHIH KOMIbIOTEPJiK TOMOrpadusaCbIHAAFbI 83repicTep KaTazbl.

Homuoicenep scone masakwvliay. bi3fiH 3epTTeyimisjiH, MaJsiMeTTepi 6oMbIHIIA OpPOHX-
OKIeJIiK JUCIIa3usaChl Kelbip e3relle epekiiesikTepi 6ap, oapAblH }XUBIHTBIFbI aypyZblH ca-
JIBICTBIpMaJibl CUpeK 60JIyblHA KapaMacTaH, 0J1ap/bl MOMbIH/AyFa MYMKIiH/ZIK 6ep/i.

BO/] - Tek eTe TeMeH caJIMaKIleH 1LlaJja TyblIFAH 6asiajap/ia, OKIeHiH »acaH/ibl annapaThl
apKbLIbI OTTEriMEeH eMaJIFaH Ke3/e JaMU/bl.

bi3 xKyprisreH peHTreHOoJIOTUAJIBIK epeKIlIeJiKTepiHiy Tan4aybl, 6KIIeHiH KOMIIBIOTEJIK TO-
MorpadusICbIHaFbl 63repicTep peTpOCIeKTUBTI JUarHOCTUKaayFa MYMKIH/IK 6epai.

AJIbIHFaH HOTHXKeJIepre COMKec, 3epTTeIeTiH HayKacTap/lblH, apacblH/a »Kachbl O0oMbIHIIA 1
aizaH 1xacka gedinri 6ananap - 70% (n-51); 1 xkactaH 3 )kacka Ageninri 6ananap - 30% (n-22).
(Nel-kecre).

Kecte Ne1. [TagueHTTepAi »ackl 60MbIHILIA 661y

Kacnbl n %
1 aiijaH 1 xacka JeuiHri 51 70
1 >xacTtaH 3 »KacKa JleHiHri 22 30

Ne1l kectefieri 6episired MaJsiiMmeTTep 60MbIHIIA, HAYKACTapAbl >Kacbl O0UbIHIIA 66J1y Ke3iH-
Jie 1 xxacTtaH 3 KackKa JleHiHri )KacTaFbl TONTA aypy aHbIKTAyAbIH KOFapbl NaibI3bl OeriieHji
-30%, 1 aiipaH 1 »kackKa JiediHri 6asasapMeH canbicThipFaHaa — 70% Kypa/ibl.

Bananap/bl KbIHBICHI OOMBIHILIA 66Jy Ke3iHJle yaJap Kbi3JapMeH caiabicTbipranzaa 21,4%
- Fa KeIl 60J1bl.

biszaiH MasiMeTTep GoMbIHIIA yigap apackiHaa b6/l (52%) kpi3gapMeH (48%) casbICThI-
pFaH/a KeIl aHbIKTaJI/Ibl.

CoHbIMEH KaTap peHTTeHOJIOTUSIJIBbIK 63TepicTep 60MbIHIIA TOPT CaTbiFa 66JIiK.

BB/l 1lcaTeicel. Xannbl Keyze KybICbIHbIH pPeHTreHOoTpaMMachblH/a OpPOHXTaMbIPJIbIK
KOpiHICTiH Kylleli, MeJuaib/ibl alMaKTapAa O03FbIIT ChI3bIKTBIK KeJIeHKeJslep, Byab Tapi3ai
eKIeJliK cypeT KepiHAi. 34 6ayaZja ocblHAAN ©3repicTep aHbIKTa//bl.
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Cyper 1.

b6/l 2 cartbicbl. XKannbl Keyae KybICbIHbIH PEHTTeHOTpaMMachblHAA OpPOHXTAMbIPJIBIK
KOpIiHICTIH Kylleli, MeAuanb/bl akMaKTapAa ChI3bIKTBIK, KeJleHKeJep MeAvasb/bl akiMaKTap-
JlaH 6acTaJibIll OPTaJIbIK akMaKTap/Aa Ja KepiH/ii, Byasib Topi3/li eKIeJlik cypeT KepiHji. PeHTre-
HOJIOTUSIJIBIK KepiHic 23 6asiara BO/| 2 caTbiCblH KOIOFA MYMKIiH/iK Oepzji.

Cyper 2.

b6/l 3 catbichl. XKanmnbl KeyAe KybIChIHbIH PeHTreHOrpaMMachlHAa OPOHXTaMbIPJbIK
KOPIHICTIH Kylleli, MeJhaJb/bl aiMaKTapZa CbI3bIKTHIK KeJIeHKeJep MeAualib/ibl akMaKTap-
JlaH 6acTasiblll OPTaJIbIK akMaKTapAa /la KepiHin ekneze KUCTa TIpi3Aec alMaKTap aHbIKTaJ/lbl,
ByaJIb TOPi3Ai ekmesik cypeT kepiHi. 10 6asaHbIH peHTreHorpaMMasiapblH/ia OCbIH/Ial e3Tepi-
cTep 60JbI.

Cyper 3.

b6/l 4 caTrbIchI.

’Kannbl Keyze KybICBIHBIH PEHTIeHOTpaMMachliHAAa OPOHXTAMbIPJIbIK, KOPIHICTiH KYILElOi,
MeJlMa/ibJibl aUMaKTap/a JieHTa Tapi3jJiec KeJieHKeJsiep MeAualibJbl aiMaKTapJaH 6acTasibl
6apJiblK alMaKTap/a Ja KepiHin eKIe/ie KUCTa Topi3/ec eTe KOl e3repicTep, »KYPeKTiH leKapa-
Chbl aHBIK eMec. 7 6asiaZja ayblp peHTTeHOTpaMMaJlbIK e3repicTep 60/1/bl.
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Cyper 4.

KomnbroTepsik ToMmorpadusi Tek ayblp aFbIMJafbl OaJsiajapfa, COHbIMeH KaTtap Audde-
pPeHLUSI/bl AMATHO3 XKYPri3y yiuiH 16 6asnafa xkypriziiai. [laTosorusbiK e3repicTepAi TOMbIK
aHBIKTAY YIliH, 6KIIEHIH WHTEePCTULIMAJIbI )KyecCi MeH 6KIeHiH eKiHIIJIiK 3JleMeHTTEPIiHIH apa
KaTbIHACbIH aHbIKTaAbIK. Bi3/iiH K63 KapacbIMbI3 O0MbIHIIA OYJ CIHUPaJAbl KOMIIBIOTEPJIIK TO-
MorpamMmMmaJsapzbl Aypbic 6aFasiay Ke3i 60J/biN Tabblia/bl. OKNEHiH UHTEPCTULIMAbI XKYHeCciH
Weibil 6oiibiHIIA -cenTas/bl, akCHa/bl, TepepUPUABIK TONTApPFa KIKTeJ/].

ConbiMeH 6ponxexmneJik Heri3ri KT 6esrinepine TeMeH/eri e3repictep »kaTazpbl:

- PETUKYJIAAPJIbI KYHTIPTTeHY (661K illilik xkoHe 66J1iK apasiblK nepe/epis KaabiHaay 12 6asa-
J1a, LIeHTPOJI0OY /ISIpJibl KYHTIpTTEHY 14 6anaza nepeBacKyaspJibl KalblHAAy 13 6aajia aHbIKTa/Abl)

- KbIPTBICTBI KabaTTaFbl TYHiH/I KeJieHKe TYpiHJieri KyHripTTeHy/ep (4 - »kargaija Tep-
MHHaJbJbl OPOHXHOJIAJAp IKCCYJaTKA TOJIFaH )

- 9WHeK Topi3fi KYHTIpTTeHy TypiHZeri eKme ThIFbI3AbIFbIHbIH KoFapbliaybl 100%
»KaFJaiia, 6y eKIeHiH XeKejlereH aiMaKTapbIHbIH allTHEBMATO3bIMEH KOPiHE/I|.

Baparbik 6anaga KT kesinze keyze iminik iumba TyhiHAepiHiH y/iFaobl 6alKaaMa/bl.

KopbimuiHObl. COHbIMEH OPOHXOKIEJIK JUCIIa3UsAHBIH CaThICbIH aHbIKTay/a KOKipeK Kybl-
CbIHBIH, KaJ/IlIbl pEHTTeHIPaMMachlH KOJIJaHFaH AypbIc. PeHTreHorpamMmazia 6apJiblK KepiHicTep
alKbIH ’)KoHe HaKTbl KepiHe/i. AJ1 KOMIIbIOTEPJIIK TOMOTrpadusHbl TEK aybIp CaThIChIH/A HEMeCe
JuddepeHpanbl AMarHOCTUKA XKYPri3y YILUiH TaFalblH/aFaH KeH.

Kosdanwbiaran adebuemmep:

1. MocTtoBoii A.B. TeueHre 6pOHX0JIETOYHOE AUCILJIA3UM Y JleTeN IPYJHOTO U paHHEro Bo3pacTta
// lNepuatpus - 2007.- T-86.- N2 4.- C.35-40.

2. BormanoBa A.B. boiinosa C.B. Kinnuueckoe ocobeHHocTH U TedyeHuu bJ1/1// [lyabmoHo10-
ruda - 2002.-Nel.- C. 28-32.

3. demenTbeBa ['M., I'paues JI.B.,, ProMmuna U.HU. BponxosierouHas aucniasus y riy60KoHeJ0HO-
IIeHHbIX HOBOPOX/ieHHbIX // Bonpockl oxpaHbl MaT.u AeTcTBa. -2014.- Ne6. -C.60-66.

4. Husain A.N. Siddiqui N.H., Stocker ].N. Pathology of arrested acinar development in
postsurfastant bronchopulmonary dysplasif//Hum. Pathol. -2018.- Vol.29, Ne7.- P.710-717.

5. UBaHoB C.JI. CoBpeMeHHble NOJAX0/bl K paHHEN JUAarHOCTUKE U JIeYEHUI0 OPOHXO0JIETOYHOH
JIUCILJIa3WU: y4eOHO-MeToAuYeCcKoe nocobue AJis Bpayel. - MuHck, 2006.

6. 3aneBasioBa E.I0., Boiijosa E.B., Kintoxuna 10.b., Kup6sitbeBa M.A. /[uHaMuKa peHTreHoJI0-
rMYecKUx U3MeHeHUU y AeTed ¢ 6poHxoseroyHo aucniasuved (BJIJ). Poccuiickuii BeCTHUK
epuHaToJI0TUU U neguatpuu. 2016;61(4):267.

7. Ronkainen E., Perhomaa M., Mattila L., Hallman M., Dunder T. Structural Pulmonary Abnor-
malities Still Evident in Schoolchildren with New Bronchopulmonary Dysplasia. Neonatology.
2017;113(2):122-130.

8. Caskey S., Gough A., Rowan S., Gillespie S., Clarke ]., Riley M., et al. Structural and Function-
al Lung Impairment in Adult Survivors of Bronchopulmonary Dysplasia. Ann Am Thorac Soc.
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TAYKHUEB /.P., TALIEHOBAI'.T., TYJIEGAEBA A.

KJIUHUKO-TEMATOJIOTUYECKUE OCOBEHHOCTH TEYEHHUA OCTPOI0
IMPOMUEJIOLIUTAPHOI'O JIEMKO3A Y JETEHN

HAO «HaunuoHanbHbIM MeAULUHCKUN YHUBepcuTeT UM. C.Jl. AcheHausspoBa»,
r. Anmarthl, Kazaxcran
AO «Hay4HbIU LleHTp NeJUaTPUU U LeTCKOU XUpyprum», I. Anmarsl, Kasaxcran

AxkmyaavHocmb. OcTpblil npoMuesonuTapHbii eiko3 (OIJI) - pegkuil BapuaHT oCTPOTo
MHUEJIOUIHOTO JIENKO03a, XapaKTepU3y0LIMiCcsa HaKOJIeHueM MPOMHUEIONMTOB U HaJIUYMeM Xa-
paKTepHOU XpOMOCOMHOM TpaHcaokauuu t(15;17), npuBogsiied kK 06pa3oBaHUI0 XUMEPHOTr0
redHa PML/RARa. OIlJI conpoBOX/jaeTcs BbIpa>KeHHbIMHM KOAryJI0NaTUsIMU U COCTAaBJISET 0KOJIO
10% Bcex cjiy4yaeB OCTPOro MUEJN06JIaCTHOTO JIEUKO033a, OTJINYASICh TSXKEJIbIM KIWMHUYECKHUM Te-
YeHHUEM.

Lleab. U3y4yuTh KJIMHUKO-TeMaToJIornieckrue ocobeHHocTH TedeHus OIJ y neTeil.

Mamepuasawst u memodul. [IpoaHanrsupoBadbl 163 ucTopuu 60J1€3HU JleTEN C OCTPHIM MHUe-
JIOUZHBIM JIEMKO030M, rocnutannsupoBaHHbix B HUIIAX B 2021-2023 rr. OIlJI guarHocTupoBaH
y 12 nauunenTos (7,36%).

Pesyabmamut. Cpeau 12 nauuenTtoB ¢ OILJI, npeo6saganu geBouku (58,33%). Haubosee
yacTo 3aboJieBaHUe BcTpevyasnoch B Bo3pacte 10-15 siet (50%), cpeanuit Bo3pact coctaBua 10
JeT. LluToreHeTuyeckre u3MeHeHUs C TUNepIyionveil BoisiBJaeHbl B 25% caydaeB. K rpynne
BBICOKOTO pHCKa oTHeceHbl 58% manueHTOB. B 1e60Te 3a60/ieBaHUs JIEUKOLIMTO3 HAOJI04aJ1-
csay 58% peteit, TpombonuTonenus y 80%, anemus y 75%. Hapyuienusi reMmoctasa (runokoa-
T'yJSLMA) AUAarHOCTUPOBaHbl y 75%. [eMopparuyeckuili CMHHZAPOM OTMeYeH Y BCeX NallMeHTOB:
KOXXHble reMopparui (91,7%), AecHeBble U KPOBOTeYeHUs U3 0J10CTH pTa (o 50%), kpoBous-
nusiHusA B ckiepy (50%), BHyTpeHHUEe KpoBoTeyeHHUs B 33,3%, HOCOBble KpoBOTeyeHHUs B 25%.
OcTpoe HapylleHHe MO3TOBOI'0 KpoBOOOpalleHus HabJoganock B 33,3% ciy4yaeB U CONPOBO-
»KJIaJ10Ch JIeTaJIbHbIM UCX0J0M. Bce manueHThI noJiyd4aid 3aMeCTUTE/bHY0 reMOCTaTUYEeCKY0
Tepanuto. /Ipa nanyeHTa CKOH4aJUCh J10 Hadyasia nporpaMMHoi xuMuoTepanui ([1XT). JleueHne
no npotokosy AML-BFM 2004 + ATRA HauaTto y 10 getelr; pemuccusa gocturuyra B 70% ciy4a-
eB. BepkrMBaeMocCTh B rpyline HU3Koro prucka cocrasuiia 80%, B rpynne Beicokoro pucka 20%.

3aknatouernue. OIlJl y feteit BcTtpevyaeTcs pefko (7,36%) U cCONPOBOX/AAETCSA BhIpaXKeHHbIM
reMopparu4ecKkuM CUHZAPOMOM U KoaryJsonatuei. Tpombouutonenus (80%) v HapylueHusd re-
MocTasa (75%) B aebroTe 3a60ieBaHUs TPeOYIOT CBOEBPEMEHHOT0 Ha3HAYEeHUS 3aMeCTUTEb-
HOU Tepanuu. HecMoTps Ha Tsxkésoe TedeHue, npoBeseHue [IXT nmo3BosigseT JOCTUYb PEMUCCUU
y 60JIbLIMHCTBA NallUEHTOB.

Cnucok aumepamypbl:

1. https://diseases.medelement.com/disease/ocTpblii-MHUen06/1aCTHbIA-JIEUKO3-Y-J€TEN-
nepBUYHbIN/14867

2. https://diseases.medelement.com/

3. https://pediatria.kz/
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TYPJIAH ©.b., HYPXKXAHOBA T'A., AJIUBAEBA K.b.

TUCTUOLIUTO3 U3 KJIETOK JIAHTEPTAHCA UMUTHPYIOILIMI OCTEOMUE/IUT
Y PEBEHKA

AO «Hay4HbIN LleHTp ejJUaTPUU U LEeTCKOU XUpyprum», I. Anmarsl, KazaxcraH

AxkmyaavHocmbs. I'uctuouuTos us kietok Jlanreprauca (I'KJI) - peakoe kjoHa/ibHOE 3260-
JleBaHUe, XapaKTepusymwlleecs nposaudepanvenr naToJoruieckux kaetok JlaHrepraHca ¢ uH-
bunpTpanyel pa3JIMUHbIX OPraHOB U TKaHeH. Y JeTell paHHero Bo3pacTta 3aboJieBaHUe yalle
BCETO NPOSABJSAETCH MOPaKeHHEeM KOCTHOW CUCTEMBI U MOXKeT UMHUTHUPOBATh BOCHAJIUTE/IbHbIE
npoluecchl, BKAKYas ocTeoMUeUT. HecnenqudHUUHOCTh KJIMHHUYECKOW KapTUHbI U CXOJACTBO
PEHTTeHOJIOTUYECKUX U3MEeHEHUN C MHPEKLIMOHHO-BOCNA/IMTEe/NbHbIMU 3a060/1eBaHUSIMU NPU-
BOJAT K IMarHOCTUYECKHUM TPYAHOCTSIM U OTCPOUKe crieupryeckod Tepanvu. PaHHee BbIsiBJIe-
HUe U fuddepeHLnasbHas AuarHoctruka 'KJI uMeoT npuHLMNIMaibHOE 3Ha4eHUe J1J11 IPOTHO-
3a ¥ BbIOOpA TAKTUKHU JIeUeHUS.

Leab uccaedosanus. [IpoieMOHCTPUPOBATL KIUHUYECKUH Cy4Yal MyJbTUCUCTEMHOTO TU-
CTUOLIMTO3a U3 KJIeTOK JlaHrepraHca y pe6€éHKa paHHero Bo3pacTa, IepBoHayaJIbHO paclieHeH-
HOT'0 KaK OCTEOMHUEJIUT.

Mamepuaabt u memodubl uccaedosarusi. [IpoaHaIM3MpoOBaHbl KJIMHUYECKUE, JTAOOPATOPHBIE,
JiyueBble U MOpQOJIOTUYECKHE JaHHbIe MalMeHTKU 1,5 JieT, rocnuTanu3vupoBaHHou B HayuyHbii
LIEHTp NeAUaTPUH U 1eTCKOW XUpypruu. /s BepudrKaluu JUarH03a UCMoJib30BaHbl PEHTI€HO-
rpadus, komnbloTepHas Tomorpadusa (KT), ucciesoBaHre KOCTHOTO M0O3Ta, bHomncus uMdaTu-
YeCKOro y3Jia C NOCJeLy0IIUM T'UCTO0IMYeCKUM U KIMMYHOTMCTOXUMUYECKUM UCC/Ie/JOBaHHEM.

Pesyabmamul uccaedosanus. [lpy nepBruyHOM noctymsieHuu B LIPB nmo MecTy »uTesibcTBa
pe6EHOK MpebABJIAI KajJloObl Ha 60JU B KOCTAX HUXKHUX KOHEUYHOCTEH, XpoMOTY, Gpedbpuib-
HYI0 TeMIepaTypy U o601yt ciabocTb. bosieeT ¢ koHua aBrycra 2024 roja. B ananusax kpo-
BY IIPH MOCTYIJIEHUW OTMEYaluCh: JenkouuTo3 14x10° /1, C-peakTuBHBIN 610K 84 Mr/J1, pu
HOpPMaJIbHOM YpOBHE reMOIJIo6MHa ¥ TpoM6oLUTOB. Ha 0CHOBaHUM KJIMHUYECKON KapTHUHbBI U
peHTreHorpaduy KOCTe! HMXKHUX KOHEYHOCTEHN OblJ TOCTaBJIEH JUAarHo3 OCTeOMUeUTa U Ha-
4aTo aHTUOAKTepHaIbHOE JIeYeHHe.

B nepBble JHU TepalliM COCTOSIHUE PeOEHKA yIy4IIMJI0Ch: TeMIlepaTypa HOpMaJn30BaJach,
60J1b yMeHbLIMIach. OJHAKO Yepe3 HECKOJIbKO JJHeH COCTOsIHME BHOBb YXYAILMNJI0Ch — COXPaHSJI-
csl CTOMKUU PeOpUINTET, YBEJITMUUIUCH Neprupeprdeckue JuMPpaTuyecKre y3Jbl, 0TMeYaa0Ch
OrpaHUYeHHUe MOABUKHOCTH U 0TKa3 OT X0Ab6bI, B cBsi3U ¢ ueM npoBejieHa KT KCC, BbisiBUBILAs
MHOXXeCTBEHHbIe 0Yaru KOCTHOM JleCTPYKLUHM B MeTasNnupU3apHbIX 30Hax 6epeHHbIX U 60JIb-
1e6epLoBbIX KOCTEN 6€3 IPU3HAKOB CEKBECTPALIUKY U lepuocTalbHOU peakuuu (PucyHok 1).

PucyHok 1. Oyaru gecTpykuuu
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Ha koHcuvMyMe npeJBapUTeJIbHO paccMaTpuBasica JuarHo3 6ose3Hu Jletrepepa-Cuse,
nocJie 4ero nayueHTKa 6b11a HanpasseHa B HUIIAX aJis yTouHeHus Ho3osioruu. [Ipu noctymie-
uuu B HUIJX, B OAK: neiikouutos — 12x10°/1; anemus 2-i crenenu, HB - 81 r/i; TpoM6onu-
tonenus - 134x10°/1; CPB - 168 mr/u1; pepputun - 2808 mkr/u; JAT - 302 Ex/n. 06 beKTUBHO
BbIfIBJIEHA TeHepa/in30BaHHasa JUMdaJeHonaTusl, HanboJiee BbIpa>kKeHHas B LIeMHON 06J1acTH.
[IpoBesieHa 6uroNCUA yBEJTUYEHHOT0 IUMATUUECKOT 0 y3J1a.

['ucTosornyeckoe uccae0BaHye NI0Ka3aJ0 HapylleHUe apXUTeKTOHUKHY y3J1a 3a CYET pac-
IIMPEHUS CHHYCOB U UHQUIBTPALUU KJIETKaMU C OKPYIVIBIMU Y OBaJIbHBIMU S/lpaMH, MeCTaMHU C
«coffee bean» BpIpe3KoH, c/1a60303MHOPUIBHON LUTOMIa3MoM (PucyHok 2).

MMMyHOTrUCTOXMMHUS: BbIpaXKeHHas skcnpeccus CD1a, mosoxuTesbHasa peakuusa Langerin
u CD68, orpunaTtenbHas peaknus CD71. Mopdosioruyeckas 1 HMMYHOTMCTOXUMUYECKas Kap-
THUHA COOTBETCTBOBaJIa TMCTUOLUTO3Y U3 KJeToK JlaHrepraHca (PucyHok 3).

. , - G R N i

i

Lonal
Jkcunpeccusa CD1a+,
Langerin+

PucyHok 2. PucyHok 3.

KoMnbroTepHasi ToMorpadusi roJJOBHOTO M03ra BblIIBUJIa MHOXKeCTBEeHHbIe JedeKThl KO-
CTel CBOJIa, OCHOBAHHS U JiUIeBOro yepena (3-25 MM), ¢ HapylleHMeM KOPTHUKAJbHOTO CJI05,
MeCTaMHM C MATKOTKaHeBbIM KOMIIOHEHTOM; MHOXXeCTBEHHbIe JlepeKThl TeJl I03BOHKOB LIEHHO-
ro OTAeJia ¥ IpaBoy sionaTku (PucyHok 4).

KoMnbroTepHast ToMorpadusi OpraHoB rpyZHOW U OPIOLIHOM MMOJIOCTU: 04aroB B JIETKUX He
BbISIBJIEHO; YBeJIMYEHHbIE NOJMbIILIeYHbI€e, TaXOBble U Ta30Bble JUMPOY3Jibl (A0 9-10 MM); re-
naToCHJeHOMEeraausi; MHOXKeCTBEHHbIE 04aru JeCTPYKL UM KocTel ckeseTa (2-14 MM) 6e3 Mar-
KOTKaHeBOro komnoHeHTa (PucyHok 5,6).

U g

Pucynox 4. Pucynox 5.
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KomIiekcHOe KJIMHUKO-/1ab0paTOpPHOE, MHCTPYMEHTa/IbHOE U MopdoJioruyeckoe o6ce-
JloBaHUe NO03BOJIMJIO BepubULMpOBaTh JuarHos: f'ucmuoyumos u3 Kiaemok JlaHzepzaHca,
MyAbmMucuUcCmeMHass Mya1bmugokaibHass hopma ¢ nopaxceHuem op2aHos pucka (kKocm-
Hblll M032, nedeHs, cesne3énka), IHC-puck, 2pynna 8b1cOK020 pucka.

[IpoBesena Tepanus no nporokoy LCH-1V (BeTBu A u B). [lociie JByx HHMLIMA/IBHBIX Kyp-
COB OTMe4eHa MOJIOKUTebHasA JUHAMUKA: HOpMasu3alus TeMIlepaTyphbl, yaydlleHne 0611ero
COCTOSIHMS, perpecc JuMdaJieHoNaTHUH, YMeHbllleHHe pa3MepOoB NeYeHU U CeJle3EHKHU, CHUXe-
HUe aKTUBHOCTH KOCTHBIX o4aroB 1o AaHHbIM KT. B HacTos1ee BpeMs naliMeHTKa NpoA0/KaeT
nojjep:xuBamwlLyto Tepanuio (PucyHok 7).

AnHaMmurka nabopaTopHbIX AaHHbIX

@ HB @ JleiikoyuThl @ TpombouuTh! CPB
200
150 — :
100 fﬁ_ﬂ/
50
-2 negens 3-4 nepens 5-6 wegenss  7-8 nepens 9—10Je,qens[
PucyHnok 7.

Buigodel. I'ncTuonuTo3 U3 KiaeTok JlaHrepraHnca y JieTell paHHero Bo3pacTa HepeJKo Ma-
CKUPYeTCsl MOJ, OCTEOMHUENUT, YTO MOXKET NPUBOJAUTb K JAUArHOCTUYECKHUM 3aTPyLHEHUAM U
OTCpOYKe HayaJsa aZileKBaTHOU Tepanuu. [Ipu oTcyTcTBUM 3ddeKTa OT aHTUOAKTEPUATBHOTO
JledeHHUs TIPU KOCTHBIX NOPaKeHUAX HeoOX0JUMO NPOBOJAUTH pacliMpeHHy AuddepeHIU-
aJIbHYI0 JUarHOCTHUKY C 00s3aTeJIbHbIM MOPPOJOTUYECKUM HccaefoBaHUeM. CBoeBpeMeHHas
BepudUKaLus AMarHo3a U paHHee Ha3HaueHHe NOJIMXMMHUOTepalnry 10 COBpeMeHHbIM IPOTO-
KOJIaM ABJISIIOTCA KJII0UeBBIMU GaKTOpPaMH, ONpe/ie/I0IUMU 61aronpyusaTHBIA NPOrHO3 U NO-
BblllIeHHe BbKMBAeMOCTH NALlUEHTOB.

Cnucok aumepamypbl:

1. Haupt R. et al. Langerhans cell histiocytosis: current concepts and treatment. Lancet Oncol.
2013;14(10):e537-e548.

2. Minkov M. Langerhans cell histiocytosis: clinical presentation and treatment. Hematol Oncol
Clin North Am. 2015;29(5):905-918.

3. Weitzman S., Egeler R.M. Langerhans cell histiocytosis: update for the pediatrician. Curr Opin
Pediatr. 2008;20(1):23-29.

PAMXAHOB C.K., YMUPBEKOBA B.b.

TOTAJIbHOE OBJIYYEHHUE TEJIA B PEXKUMAX KOHAUIIMOHUPOBAHMS MEPE/
TPAHCIIJIAHTALIMEN TEMOINO3TUYECKUX CTBOJIOBBIX KJIETOK Y AETEM: ONBIT
OJIHOTO LIEHTPA

KopnopaTtusnbiii poHp «University Medical Center», r. Actana, Kazaxctan

AxkmyaavHocms. [lpakTuka ToTasbHOro 06sydeHus Tesaa (TOT) B kauecTBe MOATOTOBU-
TEJIbHOI'0 PeXXUMa /sl a/JIOTEHHOW TPaHCIJIAHTALUU [E€MOMO3TUYECKUX CTBOJIOBBIX KJIETOK
(TT'CK) 6b11a paspaboraHa Donnall Thomas u coaBTopamu B Cuatie B 1970-x rogax. Pannue
KJIMHUYecKHe ucnbiTaHus, couetaBiure TOT ¢ BbICOKMMHU Jj03aMu LukJI0dochaMuia, mokasaau
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NpPEeUMYyILEeCcTBO B BbDKUBAHUM Yy NALLUEHTOB C TEDMUHAJIbHOU CTa/iMel 3a60/1eBaHusA. ITU MHO-
roobelarwlie nepBoHadyaibHble JJaHHblE PUBEJU K IIMPOKOMY BHEJAPEHUIO CXEM KOHJUILIU-
oHHUpoBaHUA Ha ocHoBe TOT y B3pocC/bIX U NeJUaTPUYeCKUX NAallMEHTOB C POrpeccupyrolien
dbopMoii Jieliko3a, yCTaHOBUB €€ B Ka4eCTBe CTaH/japTa JieYeHHUsI Ha MHOTHe To/bL.

TOT ob6ecneyrBaeT paBHOMEpPHOe paclpesie/ieHUe [03bl paZualuy 0 BCEMY OpraHu3My,
BKJIIOYAas TaKWe TPYAHOJLOCTYIHbIE JAJ TPaAULUOHHOM XMUMHOTepanuu 06J1acTH, KaK LieH-
TpasibHas HepBHas cuctema (LIHC) u snyku.?!

TOT cocToUT U3 Tpex OCHOBHBIX 3a/la4: YHUUYTOXXEeHHE OCTAaTOYHBIX OIYX0JIEBbIX KJIETOK,
CO3/laHMe NMPOCTPAHCTBA [/l NPUKUBJIEHUS CTBOJIOBBIX KJIETOK 3a CUeT MO0/ aBJIeHUsA KOCTHO-
ro MO3ra M HnpejoTBpallleHHe OTTOP>KeHUS JJOHOPCKUX CTBOJIOBBIX KJIETOK MOCPEJCTBOM UM-
myHocynpeccun.®! Ciienyet orMeTuTs, npuMeHeHre TOT cBsi3aHO ¢ pa3BUTHEM MOXKU3HEHHBIX
N0604YHbIX 3G PEKTOB, TAKMX KaK HapylleHHe POCTa, 3aJlepP>KKU M0JI0BOTO Pa3BUTHUSA U KOTHU-
TUBHOW QYHKLUH, pa3BUTHE KaTapaKThl U BTOPUYHBIX 3JI0KaYeCTBEHHBIX HOBOOOpPAa30BaHUH,
KOTOpbIe BCTPeYarTCcs Yalle [0 CPaBHEHUIO C KOHAULUOHUPYIOLUIMMU peXXUMaMHU, He BKJII0OYa-
I0IKUMH 06s1ydeHue. )

KonpuuunoHnupyole peXxruMbl, He BK/IOYaKIUe 00/1ydeHre, MOTyT ObITh MeHee 3 dek-
THUBHBIMU I10 CPAaBHEHUIO ¢ pexxuMaMy Ha ocHoBe TOT. HanmpuMep, B HejaBHEM UCCJIe[JOBAaHUH,
npoBeaénHoM Xavier Cahu u coaBTOpamy, 66110 MOKa3aHo, YTo y AeTeit ¢ T-OJIJI KOHAUIIMOHU-
poBaHue c ucnoJsib3doBanueM TOT npeBocxoguo pexxuM Bu/Cy 6e3 061ydeHUs1 0 OKa3aTeasIM
6e3peluIUBHON U 0611ed BbKHBAeMOCTH.!®!

Y6enuTtenbHble oKa3aTeabcTBa npeBocxoacTBa TOT nmosydeHs! B uccienoBanud FORUM
- KpyIIHOM PaH/0MU3WPOBAaHHOM MeX/JyHapoJHoM uccaesoBanuu 1l ¢pasbl, noaTBEpAMBLIEM,
yTo TOT aBsseTCA «30/710TBIM CTAaHAAPTOM» JIeYeHUs JleTel CTaplle 4YeTbIPEX JieT C TPyNnnou
BBICOKOTO PHUCKa 0CTporo sinMdobacTHoro Jerko3a.ll! UcnbiTaHe, KOTOpoe GbLIO MpeKpalie-
HO JJOCPOYHO M3-3a €ro OJJHO3HA4YHbIX pe3y/IbTaTOB, 10Ka3a/0 3HAYMTEJbHO 60Jiee BBICOKYIO
0011y10 BBDKUBAeMOCTb 3a 2 roga 91% paaa rpynnsl ¢ TOT no cpaBHeHuo ¢ 75% [/ rpynnbl
C KOHWIIMOHUPOBAaHUEM Ha 0CHOBe XuMuoTepanuu.”® ITo npenmyiecTBo B nyiaHe BbIXKUBA-
€MOCTH B MEePBYI0 oyepe/ib 00'bSICHSJIOCh CYIIECTBEHHO 60Jiee HU3KOW COBOKYMHOW YacTOTOM
penuauBoB 3a 2 roja (12% npotus 33%) B rpynmne ¢ TOT.” [Tocieayroniye gaHHbIe J0JIT0CPOY-
HOro HabJsitofeHusa u3 ucciegoanusa FORUM noaTBepAn/v 3TU paHHUE pe3yJbTaThl: B TPyIl-
ne ¢ TOT coxpaHsizach 60Jiee BbicOKas 3-1eTHsAA o6uias BbhkuBaeMocThb (OB) 90% u 3-n1eTHAA
6eccobbiThiiHasA BelxkuBaeMocTb (BCB) 81% no cpaBHeHuo ¢ 71% 1 59% cOOTBETCTBEHHO B
rpymnme XMMUoTepanuu.!

Ocs03cHeHUs1 moma/bHo20 06.1y4eHus mesa. HecMoTpst Ha BbICOKYI0 TPOTHUBOOIYX0JIEBYIO
s¢pPpextuBHOCTh, TOT conpsirkeHO CO 3HAYNUTENbHBIM PUCKOM PAa3BUTHUSA OCTPBIX U XPOHUYECKUX
OCJIOKHEHUH, ONpe/iesIAI0LIMX YPOBEHb TOKCUYHOCTH, CBSI3aHHOM C JieueHHeM. B ojHOM uccie-
JIOBaHUH OBLJIO I0KA3aHO, UYTO TPEXJIETHSAA 4aCTOTa 3a/JeP>KKHU [10JI0BOI'0 pa3BUTUSA UJIU TOPMO-
Ha pocTa OblJIa 3HAYUTeJbHO BhIle npu cxeMax ¢ TOT (24% npotus 8% npu cxemax 6e3 TOT).!0)
0630p BbDKUBILKX NAljMEHTOB C MUHMMaJIbHBIM CPOKOM HabJitoieHUs 10 JieT BBIABUJI BBICOKYIO
4acTOTy NpexJeBpeMeHHON AMYHUKOBOM HeZ0CTaTOYHOCTHU y KeHUUH (89%) 1 HapylieHUR
OYHKIMY IUTOBUAHON xese3bl (45%).°! OTu adpdekThl, cnocoGHbIE TPUBOAUTD K GECIIOAHIO
Y He0OXOJUMOCTH 3aMeCTUTEeJbHOW TOPMOHAJ/IbHOM Tepanuy, 0COOEHHO BbIpaXKeHbl y JeTeH,
JIe4YeHHBIX B 60Jiee paHHeM Bo3pacTe.!”!

[Tomumo cuctemHbIX 3¢pdekToB, TOT MoKeT BbI3bIBATh JIOKAJbHOE MOBPEXK/EHUE OT/E/b-
HbIX OpraHoB. PopMUpOBaHHUE KaTapaKThl ABJISAETCH XOPOLIO 33/J0KYMEeHTUPOBAaHHBIM 103/IHUM
ocsoxxkHeHreM.!! B 0lHOM OTYeTe OTMeuYasoch, YTO KaTapaKTa pa3BUBa/ach NpUMePHO y 16%
NalMeHTOoB, C MeJUaHOW BpeMeHU BOSHUKHOBeHHUA yepe3 1-4 roza nocie jeyeHus, U 0COGEHHO
4acTo BCTpevyasiach MPU UCI0JIb30BAaHUHU OINpe/IeIEHHBIX cXeM 00s1ydeHus1.”) XoTs B HEKOTOPbIX
MCC/Ie/IOBAaHUAX He BBISIBJIEHO 3HAaYMMOM pa3HULbl B Pa3BUTUU NMO3JHUX NNOPAXKEHUU JIETKUX,
cepaua uu nodek mexay cxeMaMu ¢ TOT u 6e3 TOT, puck TakuX OCJI0)KHEHHUU OCTAEeTCs aKTy-
aJIbHOW Npo6J1eMOM 1711 nanueHToB, noay4yaBmux TOT.
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Kputudeckum goarocpoynsiM puckoM TOT siBsisieTcs pa3BUTHE BTOPUYHOTO 3JI0KaYeCTBEH-
Horo HoBoo6Gpa3oBaHus.!! B ogHOM HcciefoBaHNM Gblia 3adUKCHPOBaHA YAUBUTEIbHO BBICOKAsI
4acToTa BTOPUYHBIX onyxoserd — 39% cpenu BebkUBIIUX nTocae TOT, mpu 3TOM 0TMe4Yanoch, 4TO
3TOT NOKa3aTeJsb 3HAUYUTEJIbHO NpeBbiliaeT 3-5%, 4acTo npyuBoAuMbIe B inTepartype.’!

[Jeab HacTOALIEr0 MCCJIe[OBaHUA NMPOAHAJM3UPOBATh PaHHUE pe3y/bTaThl NPUMeHEHUs
TOT B pexxvMe KOHAULMOHUPOBAHMUS, OLLEHUTb KJIMHUYECKYI0 3P PEKTUBHOCTb U IEPEHOCHMOCTb
pexxuMa TOTaJIbHOTO 00JIy4eHUs TeJsla y neJjuaTpuyecKUuX NallMeHToB, IPYU TPaHCIIJIaHTALUK re-
MONO3THYECKUX CTBOJIOBBIX KJIETOK Y IeTeH B YCJIOBUSX OJHOI'O LIeHTPa.

Mamepuaswl u uccaedosanus. B uccieoBanre 6b111 BK/IOYeHb! 10 nanueHTOB (7 MaJb4u-
KOB U 3 /1IeBOYKH) B Bo3pacTe OT 3 10 16 jieT (MeAuaHa - 11 JieT), 1poXoAMBILNX JIeYEHUE B LIeHTpe
University Medical Center (r. ActaHa) B nepuop, ¢ fiekabps 2022 roga no mai 2025 roga. Bcem na-
[IMeHTaM [IPOBOJMJIOCh TOTaJbHOe 06J1ydyeHue Tesa (TOT) B cocTaBe pexxrMa KOHAUIIMOHUPOBa-
HUS Nepe/]] TPaHCIJIaHTalMel reMono3TU4YecKux cTBoJIOBbIX KJaeToK (TI'CK). Bce yyacTHUKM Hc-
cJlelOBaHUs, JTMOO UX 3aKOHHbIe NpeJiCTaBUTE/IH, ObIM NIpe/iBapyUTeJbHO TPOUH(POPMUPOBaAHbI
0 LjeJIIX U BO3MOXKHBIX PUCKaX IPOBOAMMON Tepanuy U NOANYcaJll MHPOPMUPOBAHHOE corJlacue
Ha yJacTue.

TOT ocy1iecTB/10Ch € UCNIOJIb30BaHUEM JIMHelHoro yckopuTesiss TomoTherapy HD/Radix-
act X9.Y nmanmeHTOoB pocToM 60Jiee 135 cM popMupoBasiach o/jHa 30Ha CThIKOBKU. [Ll1aHUpoBaHue
006J1y4eHus BbINOJIHANOCH HAa 0cHOBe KT-ckaHMpoBaHuUs € larom cpesa 5,25 MM U BepuduKanuen
noJsioxkeHus ¢ npuMeHeHrneM TexHoJsioruu IGRT (image-guided radiation therapy). Bce nanueHnTbI
IPOXOAUIM UMMOOUJIM3ALUI0 B MOJIO)KEHUH JIEXKa Ha CIHMHE C MCIO0Jb30BaHHWEM CTaHAApPTHBIX
TEPMOIIACTUYECKUX MACOK /1/1s1 PUKCALMU IOJIOBBI U TYJIOBUILA.

B 3aBucuMocTu oT pocta nanuenTa (<135 cM uiu >135 cm), KT-ckaHupoBaHUe POBOAUIOCH
JIN60 B eJUHOM OJIOKe, JIMOO ABYMSI MOCJIe,0BaTebHbIMU CepUsMU (r0JI0Ba-6eApo U CTONbI-6e-
Zipo). /15 o6ecrnieyeHrss paBHOMEPHOTI'O pacnpe/iesieHus 103bl UCI0/b30Ba/IUCh METOAUKH Iepe-
KPBbITHA N10JIe ¥ CIUpa/IbHas Nojavya U3ay4eHus.

Jlo3MMeTpHUYeCKU KOHTPOJIb BKJIOYa/J KakK (aHTOMHble HU3MepeHus, TaKk MU in Vi-
VO-103UMETpHUI0. B X0/1e JIaHUPOBaHUSA 3KCIIEPUMEHTAIBHO ObLI ONpe/ie/IéH ONTUMa/bHbIA OT-
CTyH B 30HE CTBIKOBKHU — 5,25 €M, IpU KOTOPOM /1032 B JAHHOW 00J1aCTH HaX0/IWJ1ach B Mpefesiax
97-105%. ITo gaHHbIM in vivo-u3MepeHU, paKTUUECKOe pacnpe/ie/ieHue 103bl BAPbUPOBAJIO OT
93%+3% 10 108%+4%, 4TO COOTBETCTBYET KJIUHUYECKU JONYCTUMOW reTePOreHHOCTH 06J1yYe-
HHH_[]I][lZ]

Pe3zyabmamul. B vccnegoBaHue ObLIM BKJIIOUEHBI MALUMEHTHI (7 MaJIbiUKOB U 3 J1eBOYKU) B
Bo3pacTe oT 3 10 16 sieT (MeauaHa - 11 sieT), koTopbIM npoBoAuack TOT B cocTaBe pexxrMa KOH-
JIMLIIMOHMPOBAaHUA TepeJ TpaHCIJIaHTaLMel reMONO3TUYEeCKHUX CTBOJIOBBIX KJEeTOK. OCHOBHbIE
JIMarHO3bl BKJIIOYAJIU: peliuIuB ocTporo juMdobiactHoro serko3a (0J1J], n = 5), OJIJI Bbicokoro
pHCKa C mopaXkeHUeM L|eHTpaJbHOM HeEpBHOM cuUcTeMbl (n = 1), anmlacTU4ecKyto aHeMuIo (n = 2),
anemuio PaHkoHH (n = 1), a TakKe OCTpbIM MUe001acTHBIN Jieriko3 (OMJL, n = 1).

TOT npoBoausica BceM nayueHTaM. Jlis geten ¢ OCTPbIMU JIEKKO3aMU IPUMeHsJ1aCb MUEeJI0-
abJsiaTUBHas cxeMa c ob1ieit 0301 12 I'p, pa3gesiéHHOM Ha ecTh GpaKLui. Y MalMeHToB C amnJia-
CTUYeCKOW aHeMHel U aHeMuel PaHKOHU MCI0J1b30BaJICS PEXKUM C pelyLiIMpOBaHHOM 10301 4 ['p.
Bce nmanyeHTbl 3aBepLIUIM KypC 00JIy4eHHsl B OJIHOM 00'beMe, 6e3 JOCPOYHOr0 MpeKpalleHus
JieyeHus. CeMb MalMeHTOB MOJIyYU/IM TallJIOUEHTUYHY0 TPaHCIJIAHTALUI0 TeMONO3THYECKUX
CTBOJIOBBIX KJIETOK, Tpoe — TpaHCIIaHTauuw oT HLA-coBMecTUMBIX 10HOPOB. ConyTCTBYyOIas
XUMHUOTepanus (TpeocynbdaH, ¢iyaapabrH, THOTeNA) NPOBOJUIACh B COOTBETCTBUM C JJ€UCTBY-
IOLIMMHU HallUOHAJIbHBIMU IPOTOKOJIAMHU.

[Ipu MenuaHe HabuoeHus 12 MecsaueB (quanasoH: 1-27 mec.) natepo nayueHToB (50%)
HaXOJUJIUCh B COCTOSTHUM PEMUCCUU. ITO BKJIHOYaJIO AByX nauueHToB ¢ OJ1JI, ogroro c OMJI u gBo-
MX C alJIaCTUYecKor aHeMuel. Y ogHoro nanuenTa (10%) 6611 3aperucTpupoBaH reMaTosioruye-
ckuil peuuauB OMJI yepes 12 MecsLeB nocje TpaHCIJIaHTaLUU. JleTalbHbIN UCX0Z, 3apUKCHUPO-
BaH y 4eTbIpéx naureHToB (40%) B pasHble cpoku nocsae TI'CK. [I[pyurnHaMu cMepTH CTaIu OCTpas
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Cep/evYHO-COCYAUCTass HeJJOCTaTOYHOCTh, TSKEJble MHPEKIMOHHbIE OCJI0KHEHUSI C pa3BUTHEM
NOJIMOPTaHHOM HEJJOCTaTOYHOCTH, a TAaK)Ke BbIpakeHHasi TOKCUYHOCTb, CBSI3aHHAs C JIeYEHUEM.

OcTpble TOKCHYECKHE OCA0KHEHHUs BKJHYald MHUEJOTOKCUYECKYH allJla3uio, MyKO3WUThI/
CTOMATUThl U UHPEKLMOHHbIE OCJI0KHEHUSI PA3/IMUHOMN CTEeNeHU TSKEeCTH. Y 4eTbIpEx NnalueH-
TOB pa3BUJIaCh peaKLUs «TpaHCIJIaHTaT NpoTUB Xo3ssuHa» (PTIIX) II-1II cteneny, Bkro4yas ojuH
cly4all XpOHUYEeCKOW KOXKHOU U »KeJTy0YHO-KUIeYHOU GopMbl. HeBposiornueckre 0C10XKHeHUs
ObLJIM 3aperuCTPUPOBaHbI y OZHOTO NAllMeHTa U BK/I0Ya/Ii CHHAPOM 00paTUMOM 3aZiHel sHLeda-
sonatuu (PRES) v cyopoXxHbIN CHHAPOM.

B iesiom, 6eccobbITUIIHAsA BBIXKUBAEMOCTD B Ha0J/110/jaeMoi KoropTe coctaBuia 50%, yactota
peuuguBoB - 10%. Cie/lyeT OTMETUTD, UTO BbIPpaXKEHHbIE OCTPbIe TOKCUYECKHE PeaKI[MU HAOJII0-
JlaJINCh IPEUMYLeCTBEHHO Y MALlUEHTOB, IePeHECUIMX ralJIOUIeHTUYHYI0 TPAHCIJIaHTALUIo, T/ie
yaiie oTMeyaJsacb TOKCUYHOCTD III-IV cTtenenu.

O6¢cycdeHue. 3a ocelHUE AeCATUIETUS YCIIeXU B leJuaTPpUYeCKON OHKOTeMaTOJIOTUH CY-
IleCTBEHHO MOBBICUJIM [TOKa3aTeJ U BbKMBAEMOCTH, OZJHAKO UMEHHO B 3TOH rpyIlle NaleHTOB
C BbICOKOM BEpPOSATHOCTBIO M3JIeYeHUs1 0C0O00e 3HaYeHHe NpruobpeTaeT MUHUMU3ALMs OCTPOH U
XPOHUYECKOM TOKCUYHOCTH, CBSA3aHHOM C JiedueHUeM. TOT B cocTaBe peXKMMOB KOHAWIIMOHUPO-
BaHuda npu TI'CK ocTaéTcsa 0lHUM U3 K/IH04YeBbIX METO/0B, OJHAKO ONTUMa/bHbIN BIOOP [103bI U
CXeMBbI ero NpUMeHEeHHsI MO-MPeXHEMY aKTUBHO 06CyKaaeTcs. !

B Hamieli koropTe 60JIbIIMHCTBO NALMEeHTOB NoJy4aau ctaHgapTHsele 1036l TOT (12 I'p), uTo
COOTBETCTBYET MeX/YHapOoJHbIM MIPOTOKOJIAaM MPH OCTPbIX JIEMKO3ax BbICOKOW CTeleHU PUCKa.
Y nByX manyeHTOB (amnsiacTuyeckasi aHeMusi, aHeMusi PaHKOHM) MCI0JIb30Baach PeAyLMPOBaH-
Hada Ji03a (4 I'p), 4yTo cornacyeTcs ¢ onyO6JMKOBAaHHBIMU JJAHHBIMU O HEOOXOJAUMOCTH CHUXKEHUS
paZiMallMOHHOM Harpy3Ku py BpoxkaeHHbIX /IHK-penapanioHHbIX ledpeKTax U HacaeCTBEHHbIX
¢dopmax anyiazuu.

HecMoTps Ha 60/1ee HU3KYI0 UHTEHCUBHOCTb, IPUMeHEeHUe pelyLIUPOBaHHbIX [103 103BOJISA-
JIO IOCTUYb PEMUCCHUU 6e3 BbIPAXKEHHOW TOKCUYHOCTH, UTO MOATBEPKJAET 11e/1eC000pa3HOCTh
VH/AUBUYaAIN3alUM I04X0/la B 3aBUCUMOCTH OT OCHOBHOTO 3a00/1eBaHUS.

CpaBHHUTe/IbHBIM aHAJIU3 MOKa3aJl, YTO y NalueHTOB nocie ramnongaeHTU4Hor TI'CK vamie
pasBUBaJUCh oca0xHeHUA III-1V cTeneHn TOKCUMYHOCTU U peaKkLUA «TPAHCIJIAaHTAT MPOTUB XO-
3fIMHa», YTO COIJIACYeTCs C pe3ysibTaTaMU Jpyryux UCCIe[J0BAaHUM, IEMOHCTPUPYIOLIMX O0Jiee Bbl-
COKYI0 YaCTOTY UMMYHHBIX OCJIO)KHEHUH B 3TOU rpynie. B To ke BpeMs MoKa3aTelM pEMHUCCUH B
Haiuel Boibopke (50%) u penuauBoB (10%) cornocTaBUMBI € OMy6JIMKOBAaHHBIMU JJAHHBIMH MHO-
rOLIeHTPOBBIX UCC/Ie0BAaHUH, YTO YKa3blBaeT Ha NprueMsieMyto 3¢ GeKTUBHOCTD JaXke NIPU orpa-
HUYEHHOM YHCJIe manydeHTos. !

Cepbe3Hble TOKCUYECKUE OCJI0KHEHMU S, BKJIIOYasi CENITUYeCKHe 3MU30/Ibl, TI0JIMOPraHHYO0 He-
focratoyHocTb U PRES, 6b11M 3aperucTpupoBaHbl y 4acTH OOJIbHBIX U B psiZie C1y4aeB MPUBEIU
K JleTaJlbHOMY Ucxofy. O6uias seTanbHOCTh (40%) oka3asiach Bhlllle, YeM B KPYIIHBIX PErUCTpPax
TI'CK, 4T0, BepOSTHO, CBSI3aHO C TS>KECTbI0 UCXO/IHBIX 3a00JIeBaHHM, HEOOJIBLION BbIOOPKOU U BbI-
COKHM YZieJIbHbIM BECOM TralJIOUJJeHTUYHbIX TPaHCIJIaHTalM M.

Bbigodbl. TakuM 06pa3oM, ONBIT HALIEro LieHTpa NoATBepkAaeT, uyTo ucnoJb3oBanue TOT B
pexxuMe konauuronupoBanus npu TI'CK y neTelt sAB/isieTCA BbINOJHUMBIM, OJHAKO COMPSKEHO €
BbICOKMM PUCKOM OCJIOKHEHUH, 0CO6EHHO MPU ranjonieHTUYHbIX TpaHCIJIaHTauusax. [uia gab-
Hellllero y/ny4illeHus pe3yJbTaTOB TPeOyeTcs ONTUMU3ALUs PEXXUMOB NPOPUIAKTUKU U Jieye-
HUSA NOCTTPAHCIJIAHTALMOHHBIX 0C/I0’)KHEeHU . Heo6x0AMMBI la/ibHelIIe Hccle/JoBaHus € 60J1b-
IIMM YMCJIOM NALUEHTOB JIJI1 ONTUMU3ALUU 1030BbIX pexKUMOB TOT U pa3paboTKU MPOTOKOJIOB,
NO3BOJIAIOIIMX MUHUMU3UPOBATh KaK paHHUE, TaK U OTCPOYEHHbIE OC/I0)KHEHHS.
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YCKEHGAEBA A.A., HYPXKXAHOBATA., BYJIETEHOBA M.I.

PEJKUI C/IYYAHU TAXKEJIOTO KOMBUHUPOBAHHOI'O HMMYHO/JE®UIIUTA
C MYTALIMEH B TEHE GATA2

AO «Hay4HbIU LleHTp NeJUaTPUU U LeTCKOU XUpyprum», I. Anmarsl, Kasaxcran

AxkmyaabHocmb. [lepBryHble UMMyHOZebunuTHbIEe cocTossHud ([IM/IC) peskas naTosorus, ¢
reHeTU4eCKON reTeporeHHOCThI0, XapaKTepusyowascs AedpeKTaMu pa3Iu4HbIX 3BeHbEB UMMY-
HUTETA.

[lepBU4HBIA UMMYHOZEPULUT — rpynna u3 6osee yeM 350 3a601eBaHUM, U UX KOJIMYECTBO
pacTeT C KaXK/ibIM I'0/J0M, C OTKPbITUEM HOBBIX FTeHEeTHUYeCKUX MyTauui [1, 2, 3].

YacroTa BcTrpeyaeMocTH B 3aBucuMocTH oT Buza [IU/IC coctraBasiet B cpegueM 1:10000 gesto-
BekK. JlepekThbl B-K/IETOK COCTaBJISIIOT OKOJIO MOJIOBUHBI Beex cay4yaeB [IM/IC. Ha qaHHBIA MOMEHT
70-90% nauuenToB c [IU/IC He guarHocTHpOBaHbL bosbmMHCTBO ArarHo3oB [IU/IC cTaBAaT c 3a-
no3zaHueM, 36% AUardHo30B cTaBATcA 10 12 jieT, 60% nanueHTOB JUarHOCTUPYIOTCA BO B3POC/IOM
Bo3pacre [4,5].

[TM/IC ckpbIBaOTCA NMOA MacKoM Apyryux 3ab0jieBaHUM, JUarH03 MOXKET ObITh YCTAHOBJIEH He
TOJIBKO Ha IepBOM T'OZly »KM3HH, HO U B ITOPOCTKOBOM BO3PACTe, U BCE T'O/lbl CBOEH KM3HU pebeHOK
MOXeT OBbITb KOMIIEHCUPOBAH JIMO0 CTPaZiaTh pa3/IMYHbIMU 3a00JieBaHUSAMU. YacToTa pa3BUTHA
OHKoJIoTM4Yeckux 3abosieBanuit y [IM/IC B 1,3-1,4 pasa Bblllle, B 4eM MOMYJIALMA UMMyHOKOMIIe-
TEHTHBIX JIoJlel, ¥ B 3aBucuMocTH oT Buza [TU/IC moxeT gocturath 40% (reHoMHasi HECTaOU/Ib-
HOCTb u3-3a AedekToB JIHK u pyrrx Hen3BecTHbIX MeXaHU3MOB y nanueHToB c [IM/l npuBoguT k
NOBBILIEHHOMY PUCKY Pa3BUTHs OHKOJIOTMYECKHX 3a00/1eBaHUN).

[TanuenTsl ¢ nogo3penueM Ha [1M/IC npu HaM4KMK ByX U 60Jiee NIPU3HAKOB, TAKUX KaK HaJ/IU-
yue B ceMbe 60JbHbIX [IM/[C, HanM4yre B ceMeliHOM aHaMHe3e CMEPTU pebeHKa paHHEro Bo3pacTta
C KJINHUKOW NHPEKIMOHHOI0 MPOIIecca, YacTble THEBMOHUHU U OTUTBI, KAK MUHUMYM 1 pas B rog,
oTcyTcTBUE 3pdeKTa UM MUHUMaIbHbIN 3Q(EKT OT JINTeIbHOU aHTUOAKTepHUaIbHOM Tepanuy,
peLyIUBUpPYIOLLME TshKeJble THOMHbIE WM TPUOKOBbIE MHPEKIMH KOXXU UM BHYTPEHHUX Opra-
HOB, ayTOUMMYHHbIe 3a00JieBaHUs, [JO/DKHBI TOCIIUTATIN3UPOBAThCA B PECYOJMKAHCKUN LIEHTP
JIJIs1 KOMILJIEKCHOW JIMarHOCTUKH [6,7,8].

OfHMM M3 TUNHWYHBIX U TsoKesblx BUAOB [IU/IC aBasieTca Tskeslass KOMOMHUPOBAaHHAs UM-
MyHHas1 HegoctaTodHocThb (TKUH). Tsxkenas koMOMHMpOBaHHAs UMMYHHasi HeJ0OCTaTOYHOCTb
(TKHUH) - aTo peikuii BUJ, IEPBUYHOTO UMMYHO/lepUIIMTA, COUeTaAOLMKA OTCyTCTBUEe GyHKIUMN T-
u B-numbonuros [9].

[Ipu 1abopaTOpHOM 06C/1€JOBAaHUH B OOJIBIIMHCTBE C/1yYaeB BbIABJISETCSA BblpaXKeHHAs JINM-
¢dboneHus, runoraMMarnooyJIMHeEMUs] U CHU>KeHUe NposiudepaTUBHON aKTUBHOCTH JIMMQPOIIUTOB.
B peakux ciydasix oTMe4aeTcss HOpMaJibHasi KOHLLEHTpalusl UMMYHOIJIO0YJIMHOB, KOTOpbIE He 00-
JIaJIal0T CIOCOOHOCTBIO CBA3BIBATh MH(PEKLUIO.

OpuuM 3 MetogoB guarHoctuku [TU/IC fo 1-2 roga ABAAKTCA KPYyTry 9KCIIM3UM PELIENTOPOB
T-xnetok (TREC) n kpyru skcuu3uu pekoMbuHauuu c yaanenveM kanna (KREC) npegcraBasoor
co6oi1 kosbLeBble cerMeHThl JIHK, ob6pasyrouuecs B T- u B-kjieTkax Bo BpeMsi X CO3peBaHUs B
THUMYyCe YU KOCTHOM MO3Te.

Cumxenue ypoBHa TREC n KREC siB/isieTC KOCBEHHBIM OTpaXkeHHeM JTMMQOINeHUH U Hapy-
meHus co3peBaHus T- u/uau B-1uMoLUTOB, CONPOBOXAAOIMX LeJbIH psS, UMMYHOAEDULIUT-
HBIX COCTOSIHUH.

TREC u KREC, BBeieHHbIE B IpOrpaMMy CKPUHHWHI'Aa HOBOPOX/I€HHBIX, IO3BOJISIOT PAaHHIOIO
yJieHTHPUKaILMIo 3a60/1eBaHUM U MOTYT IPUBECTU K 0OHAPYKEHNIO HOBbIX FreHeTU4eCKUX Jedek-
ToB. [10,11, 12].

Ha cerogHsamHMM leHb N0sIBJIeHKEe BBICOKO3(QPEKTUBHbBIX METO/I0B JIeueHUs, KaK TPaHCIJIaH-
Talusl reMONO03THYEeCKUX CTBOJIOBbIX K/1eToK (TT'CK), mo3BoJin/o UBMEHUTD TeyeHHe U MPOTHO3
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JlaHHbIX 3a60JieBaHui. CoBpeMeHHbIe MeToAbl TI'CK u moaaep:xuBatolas Tepanvsi 3Ha4UTEIbHO
YJAYULIWIN pe3yabTaThl A nauueHtos c [TM/C [13].

[IpoBenenue TT'CK c MoMeHTa moCTaHOBKM JijiarHosa o 3,5-6 Mecs1eB y Mal[MeHTOB C KOMOU-
HHUPOBAaHHOM MMMYHHOM HeJOCTaTOYHOCTbIO NOBBILIAET BbDKUBAEMOCTh 10 91%, B TO BpeMs Kak
1I0CJIe 3TOr0 BO3pacTa OHa CHUaeTcs 10 66% [14,15].

OnHMM U3 MOoC/IeJHUX NpeJCTaBUTe el NEPBUYHBIX UMMYHO4ePUIIMTHBIX COCTOSIHUH, coYe-
TalIIUM B cebe MHOroobpasre KJIWMHUYECKUX NPosABJIeHUH, aBaseTca Jedunut GATA2. MyTtauuu
B GATAZ2, nexxaT B OCHOBE CJIOKHOTO BPOXKJEHHOTO 3a060JIeBaHUS, XapaKTEPHU3YIOLIErocsi UMMYHO-
JlepruMTOM, 3260/1eBaHMEM JIETKUX, HELOCTATOYHOCTHI0 KOCTHOTO MO3ra U JInMpaTHU4YeCcKoi/cocy-
JUcToW fucdyHKLMel. [laHHasa MyTalys BliepBble Oblia BbisiBjeHa B 2011 roay.

Lleab uccnedosanus. AHaIM3 U pa360p KJIMHUYECKOTO C1y4asi TSXKeJI0ro KOMOMHUPOBAHHOIO
MMMYyHOZlepULMTa y pebeHKa C OTArOLeHHBIM CEMEMHBIM aHAMHE30M.

Mamepuassl u Memoodwsl uccaedosarus. [IpruBojUM BallleMy BHUMaHUIO KJIMHUYECKUH CIy-
yayl MalMeHTa, MIOCTYNUBILIErO B OT/eJIeHUe JeTCKOM OHKOJIOTMHU C HallpaBUTebHbIM IMarHO30M
«AnlacTudeckast aHeMUs»

Pezynbomamut uccaedosaHull. leBouka A. 11mMec., noctynu/a B OTAe/leHHEe OHKOTEMATOJI0-
TMU peciybJMKaHCKOIO LIeHTPa C »KaJo6aMU Ha 6JIeIHOCTb KOXXHbIX MIOKPOBOB, CHM)XKEHUE Tre-
MOIJIOOMHA B 0011leM aHa/IM3€e KPOBH, IIJIOXYI0 IPUOABKY B Bece, c/1aboCTh, pUHOPELO, Kallesb. U3
aHaMHe3a HU3BEeCTHO, UTO pebeHOK 6oJsieeT ¢ ssHBaps 2024 roga. Mama 3ameTuia €c1abocTh, 6ec-
NOKOMCTBO pebeHKa, mocje Yero obpaTu/aach K yuyacTKOBOMY Bpauy, HallpaBJieHbl B 00JIaCTHYIO
JleTckyto 6obHHULY. B O/Ib pe6EHOK OCMOTpPEH peaHUMaToJI0TOM, B3SIT OO aHa/IU3 KPOBU: Te-
Mor/1061H cHukeH 70 40 r/a. Tlo cocTosHUIo TsxecTU rocnuTanusrpoBal B OPUT, rae pe6eHKy
HEOZJHOKPATHO NPOBOAU/IMCh FreMOTPaHCPY3UU 3pUTpoLMTapHOM B3BecH. [locse yny4diieHus co-
CTOSIHUS BbIIMCAaHa JOMOW.

[locsie BBINMCKU HEOJHOKPATHO MOBTOPHO IOCHMTAIM3UMpOBaJach B O0JIACTHYIO JETCKYIO
60JIbHUIY C aHEMHUYECKUM CHH/IPOMOM /[1J1d lTlepeIMBaHUs 3PUTPOLUTAPHOU B3BECH.

M3 aHaMHe3a XU3HU 00palllaeT BHUMaHUe, YTO y MaTepH [iBOe JieTel yMepJu B MiaJieH4e-
CKOM BO3pacTe OT CENTUYECKOT0 COCTOSIHUS aCCOMMPOBAHHOW THEBMOHUEN, BbI3BAHHOM MOJIMpe-
3UCTEHTHOM QJIOpOH.

B 06111eM aHa/M3e KPOBU NpU NocTynyieHUu: tuMmbonenus 15%, sozunodunnes 10%, ycko-
peHo CO3 47MM/4ac. B 6MoXxMMHUYeCKOM aHa/IM3€e KPOBU MOBbILLIEHBI TOKa3aTe n: C-peakTUBHbIN
6enok- 56,8 mr/na, JIA' - 383,00 Ex/n u ypoBenb pepputuHa — 3011,8 Hr /M.

YpoBHU 061X KIMMYHOIJI00y/IMHOB Kjacca A, M, G u E 6b11u B npefiesiax HOPMBbL.

MMMyHoOrpamMma npHu MocTyIJIeHUH: 001liee KOJUYeCTBO JIEUKOLIMTOB B HOpMe. HabsrofaeTcs
pe3Koe CHMXKeHHe OTHOCUTEIbBHOTO U abCOJIIOTHOTO coZiep:kaHus 3pesibix CD3+ T-numMmdonuTos u
CD4+ T-xennepo.. [Ipy aToM oTHOCUTeIbHOE cojiepkaHue CD8+ T-uToTOKCHYeCKUX IMMQOLIUTOB
HOBBIIIEHO, a0COIOTHOE KOJIMYECTBO CHWKEHO. Pe3Ko CHMKEHO OTHOCUTEJIbHOE U abCOJII0THOE
KOJIMYeCTBO aKTUBHUPOBaHHBIX T-1uMdonutoB. UMMyHoperyasaTopHblil ungekc (MPU) Huxe Hop-
MBI 33 CYET CHUKeHUs T-xesinepoB U yBesndeHUs T-IUTOTOKCHYeCKUX TUMonuToB. HabsonaeT-
Csl 3HAYUTeJIbHOE MOBbILIEHNEe OTHOCUTEJNbHOTO KOJINYeCTBa eCTeCTBEHHbIX KUJIJIEPHBIX KJIETOK,
abCoJIIOTHOE KOJINYeCTBO B HOpMe. ['yMopa/ibHOe 3BeHO: CHU>KEHO OTHOCUTEJIbHOE U abCOII0THOE
cozepxkaHue 3pesbix B-mumponuTos. ParonutapHas akTUBHOCTb HEUTPOPU/IOB CHMXKEHA. B uM-
MyHOIpaMMe y pebeHKa pe3Ko MoBblleHbl NoKa3aTeu NK-K/1eTok, 4To sIB/sieTCsl BBICOKMM PH-
ckoM pa3Butusa NK-seliko3a B OyzayiieMm.

PesynbraTel TPEK-KPEK - kpaiiHe HU3KUe 3HaueHHUs.

B MuesiorpaMMe - Bce pOCTKU KPOBETBOPEHUS COXpaHeHbl. YpoBeHb BUTaMuHa B12 u ¢ponue-
BOM KHCJIOTHI B [Ipe/iesiax HOPMbL. Pe3ysbTaThl UccieoBaHUA Ha UHGeKLnU MeTozoM [P, Takue
kak UMB, BIII" 1 u 2 Tuna, 3nwreitH bapp, Bapuyesia 30cTep, XJIaMU/IMH, TOKCOIJIa3MO3 OTpULA-
TesbHble. YDA Ha mapasuThl OTpULIATE/IbHBIE.

[lo faHHBIM peHTTreHorpaduu rpyAHON KJAeTKHU — IBYCTOPOHHSAS IHEBMOHHUS.

KoncynbprrpoBas JIOP BpauoM - BeICTaBJ/IeH JMAarH03 CpeHUU OTUT. KOHCY/IbTUPOBaH AUeTO-
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JIOTOM — BBICTaBJIEH JJUAarHO3 CUH/IPOM Masibabcopbuuu. BIH Tskenas, aedunut Beca 6osiee 50%,
CMeIIaHHOTO reHesa.

[locsie KoMIIEKCHOTO 06C/IeJ0BaHNs peOeHKY BbICTaBJIEH KJIMHUYEeCKUN Juartos: Kom6uHupo-
BaHHbIN UMMYHOAEPUIUT C HU3KUM cofiepkaHueM T- u B-kieTok. HLA TunupoBaHue nepudepuieckoi
KPOBH I10 CpPeIHEMY 1 BbICOKOMY pa3pelleHHo 0T cubJiiHra (pozgHas cectpa) 100% coBMeCTHMOCTb.

B pesysibTaTe reHeTUYECKOTO MCCIe0BaHUA KPOBU Ha onpe/esieHUe BU/ia NEPBUYHOIO UM-
MyHoZeduMTa 6bly1a 0OHapy»keHa MyTalus c.-45-1G> A B reHe GATA2 B reTep0o3UTroTHOM COCTOSI-
HUM, YTO aCCOLIUUPOBAHO C UMMYHOepULUTOM 21, ayTOCOMHO-/JOMMHAHTHbIHI THII HAacJle/J0BaHUS.

B oTnesieHuu pebeHOK MoJiyvyasl aHTUOaKTepUabHYI0 Tepamnuio (cy/iblied, aMUKalMH, Orcer-
TOJI), IPOTUBOTPUOKOBYIO (PJIYHOI), MUHTANIALWH, Maccax rpyHou kieTku U JIOK, npoBoauiack
OJIHOKpaTHas reMOTPaHCPy3usi IpUTPOLUTAPHOMN B3BECH.

Ha poHe sieyeHHs oTMevasiach N0JI0KUTEIbHAsA JUHAMUKA.

BbinucaHa JoMOH MO/, aKTUBHOe HabJI0JleHUe OHKOJIOra-reMaToJsiora JeTCKOro M0 MecCTy
YKUTEJIbCTBA C peKOMEeH/JaLlUsIMU: BBeJleHUe 3aMeCTUTEeIbHOU Tepaluu npenapaToM UMMYHOIJIO-
Oy/JIMH OObIYHBIN YeJI0OBeYeCKHH JIJis1 IOJIKOKHOTO BBeJleHUs u3 pacyeta 0,4 r/kr 1 pa3 B mecsr],
NOJIKOXKHO Yepe3 NOMIY B aMOY/IaTOPHBIX YCI0BUSAX (110 MECTY KUTebCTBA NPOBeJIU 2 BBeJleHUS
npenapara, iepeHecsia y10BJ1eTBOPUTEJIBHO).

[Ipy MOBTOPHOM rocOUTANIU3aLMU B OT/leJIeHMe OHKOTeMaTOJIOTUU PeCnyOIMKaHCKOIO LieH-
Tpay pebeHKa 0TMe4a0Ch HapacTaHUe CUMIITOMOB MHTOKCUKALMY, aHEMUYEeCKUU CUHJPOM, IJ10-
xas MpubaBKa B Bece, MOSIBUJIKCh »KaJI00bl HA MEJIKOY3JI0Bble 06pa30BaHUsl 10 BCEM TOBEPXHOCTH
Tesla ¥ Ha JIeBOU pyKe Ha MecTe BBeZileHUs BakLuHbl BIK, BU3yannsupoBasock yriay6JieHHe ¢
6esiecoBaThIM OT/e/IIEMBIM, BOKPYT KOTOPOI'0 NaJbIIUPOBa/ICd UHOUABTPAT MJIOTHOBATOM KOHCH-
cTeHIMU. B 06111eM aHa/IM3€e KPOBU OTMedasiach aHEMHUS 2 CTENEHU TSHKeCTU (reMorioouH 73r/1),
nruMdonenus 17,6%, sosnHodpusies 18,4%. B 6MoxuMHuyecKkoM aHaIM3e KPOBU: yPOBEHb UMMYHO-
robysnnHa G - 12,91/ (B npezenax HOPMbI ), IOBBILIEHBI TOKa3aTe d: C-peakTUBHbIN 6es10K- 176
mr/a, JIAT - 300,00 Ex/n u ypoBenb ¢pepputrna — 4011,8 ur/ma. 1o ganubiM KT uccieoBanus
OpPraHOB IPYAHOM KJIETKH, OPIOIIHON 0JIOCTH ¥ MaJIOro Ta3a C KOHTpaCTHUPOBaHMEM HabJ110/ja1ach
JrM$aZieHonaTus HaJK/JYUYHbIX, BHYTPUTPYHOTIO, TOAMBIIIEYHbIX TUM(}OY3JI0B C/1eBa., Me3€eH-
TepUuaJIbHbIX, 3a0PIOILNHHBIX, TapaBepTebpaibHbIX IMMPOy310B. KapTHHa saHTeponaTuu. /IBycro-
POHHS#A MJIeBpONHEBMOHMUA. JKUAKOCTh 00eUX MJieBpa/ibHbIX osiocTel. [lepukapaut. UHuabTpa-
TUBHbIE U3MeHEeHUS MATKUX TKaHel IPyAHOU KJIeTKH CJIeBa.

Pe6eHOK HEOJHOKPATHO KOHCYJILTUPOBaH GTU3UATPOM - pedyabTaT ATP Tecta oTpunaTesib-
HbIW. BeiieicTBUe BpOXIeHHOro UMMyHO/ebUIIMTa Y pebeHKa pa3Bu/ioch [locTBaKLiMHAIBHOE OC-
JIOXKHEHUe B BUJe XoJiofHoro abcuecca. [luccemrunupoBanHas BIDK nndeknuu. PekomengoBana
Oblla Tepanus ¢ NpoPUJIAKTUYECKON LieJIbl0 IpenapaTaMy U30HUA3W/J U pudaMIULMH N0, Ha-
6Js1r0leHueM QpTHU3UaTpa [0 MeCTY KUTeIbCTBA.

B Tepanuu Ha3HaueHa aHTUMOaKTepUasbHasd U NMPOTHBOrPUOKOBasl Tepamnus, B CBSA3U C IO-
BbILIEHHBbIM YPOBHEM (eppUTHHA — XeJlaTOPHas Tepanus, 4aCTUYHOe apeHTepa/bHOe NUTaHUE,
COBMECTHO C peaHMMaToJI0raMU NPOBOAUJIACh eXKeJJHEBHAs KOPPEKLUSA 3JIeKTPOJIUTHBIX Hapylie-
HUM, reMOTpaHCcy3UU 3pUTPOLIUTAPHOM B3BECU U aJIb,OYMHUHA HEOZHOKPATHO.

3a BpeMs NocJeJHeH TrOCIUTAJN3aLUM COCTOSIHUE pebeHKa YyXyZIlasoCch, MTPUCOeJUHUICA
OTEYHbIM CUHJPOM, KJIMHUKA Nape3a KUIIEeYHHUKA, HAPOCJAM CUMIITOMbl UHTOKCUKALUM U JbIXa-
TesibHOUM HegocTaTouyHocTH, CCH, uutonenus. [1o 2kM3HeHHbIM MTOKa3aHUSIM pebeHOK NepeBe/ieH B
otaenenue OAPUT. B otaenenne OAPUT HecMOTps Ha MPOBOAUMYIO TEPANUIO COCTOSIHHE pebeHKa
CTPEMUTEJIBHO YXy/|IaJ0Ch, pe6eHOK OblI NepeBesieH Ha annapatHyoo UBJI ¢ fanbHeduM Je-
TaJIbHbIM UCXOJOM.

3akaoveHue. JaHHbIM KJIMHUYECKUH CJlydal Npe/iCTaB/IeH HAaMH C L|eJIbI0 YCUJIEHUS HACTOpO-
YKEHHOCTH Bpayel C JaHHOM MaTOJIOTHEX B MOBCEeJHEBHOM NMpaKTUKe. Ha cerofHAIIHNM [leHb aK-
Tya/IbHa paHHSASA AMarHOCTUKA NepBUYHBIX UMMYHOeUIIMTOB Y ZleTel, YTO CBA3aHO C 0400pOM
ONTHMMaJIbHOM Tepanuy, NpefynpexeHueM TsKeJbIX 0CAe[CTBUM, KOTOpble MOTYT NPUBECTH K
VMHBAJIM/IU3alUM TALlUEHTA U Pa3BUTHIO0 HEOOPATUMBIX, YACTO CMepTeIbHbIX OCI0XKHEHUH.
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HeoHaTa/ibHBIN CKPUHUHT BPOX/JEHHbIX HapyleHud nMMyHuTeta (BHU), ocHoBaHHBIN Ha
KOJIMYeCTBEHHOH oljeHKe KpyroB skcuu3nu T-penentopoB (TREC) u Kpyros akcnu3uuy Kamnmna-ze-
JnenronHoi pekom6uHauuu (KREC) u3 cyxux naten kposu (DBS) B PK cymjecTBeHHO ynydmndT
IPOTHO3 NALMEHTOB U CHU3UT MJIaJIeHUYEeCKYIO U JIETCKYI0 CMEPTHOCTb.
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XAJDKAHI'C.,, OMAPOBA T'E.

ETV6/RUNX1-II03UTUBTI BAJIAJIAPAAFbI PEHHUAUB CEBENTEPI )KOHE
K/IMHUKAJIBIK-PEHOTUIITIK PAKTOP/IAP

«[leguaTpus xoHe 6asiasiap XUPypPruscel FblIbIMU opTanblFbl» AK, Anmarsl K., Kazakctan

O3exminizi. ETV6/RUNX1-no3uTtuBTi *kenen squmdoobaactTsl yaerikos (KJIJI) - 6ananap-
JlaFbl eH, kUi ke3jeceTiH B-xxacywmasnnl XKJIJI dopmacek! (20-25%). By reHeTHKaIbIK aHOMaJ K-
sicbl 6ap HayKacTap 9/IETTE »KaKChl IPOTHO3/ibl TOMKA »KaTa/lbl, PEMUCCUSIFA TE3 KETe/i KoHe
»KaJIlibl eMip Cypy Y3aKThIFbI KoFaphl. JlerenMmeH, 15-20% >xafpaia peuquauB AaMmu/ibl. Penu-
JIUB — eM/ley HOTHXKeCiHe eH, 6acThbl Kayill TeH/ipeTiH pakTop. PeliuiuB aMybiHa bIKNaJ €TETIH
KJINHUKAJIbIK, FeMaTOJIOTUSJIBIK KoHEe MOJIEKYJISPJbIK GaKTopJap/ibl aHbIKTAY — eM/ley TaKTH-
KacblH OHTaWJIaH/bIPy YUIiH MaHbI3/bl.

Makcamot. JKJIJI puarHo3bIiMeH TyckeH OaJsianapabiy iminae ETV6/RUNX1-no3uTuBTi Ha-
yKacTap/iblH XUIJIITiH aHBIKTAy K9He OCbl TOMTaFbl PeliU/IUB cebenTepi MEH KJIUHUKAJIBIK-Qe-
HOTUITIK paKTOpJIapbIH O6aFasay.

Mamepuandap meH 3epmmey adicmepi. 3eptTey xkyMmbicbiHa 2020-2024 xbligap apa-
abirbiHAA KJIJI fuarHo3biMeH eMzenyre TyckeH 396 6ajsiaHblH, MeAUIUHAbIK KYy>KaTTapbl
Kapasaabl. bapsabik HayKacTtapAbly imiHeH ETV6/RUNX1 reniHiy KaWTa KypblabIiMbl 6ap 24
(6,1%) 6ana ipikTenji. 3epTTey O6TKEH XblAAapAaFbl MeJUIIMHAJIBIK KyKaTTap Heri3iHpe
XKYPrisijiin, HayKacTap/blH ’kac epeKieikTepi, KIMHUKAJIBIK, LUTOreHeTUKaJbIK, UMMYHO-
beHOTUNTIK epeKIlIeNiKTepi, COHAAN-aK pelUJUBKe IeliHTi aFbIM/IbIK MaJliMeTTepi TaaAaH-
JibI.

3epmmey Homudiceaepi yxcaHe o1apdsbl masksliay. Kentered XKJLJI 3epTTey/iepinie penuiuB
KayliH 6aFajiay/ia »Kac MaHbI3/Jbl KepceTKill peTiHZe KapacTbipblaazabl. XKannsl ALL 3epTTey-
Jepinze 10 xacTaH acy HeMece HopeCTe K »Kac peLiuIUBTIH ToyeKeJliH apTThIPybl MYMKIH Jien
KepceTiJieTiH xkaffaiaap 6ap [9]. ConbiMeH 6ipre, Qiu >xoHe apinTecTepiHiy 3epTTeyinge ETV6/
RUNX1-no3uTuBTi 6asanap/ibiy, 6acbiM 6eJiri (94,6 %) 1-10 xac apajbiFbIH/AA 60JIFaH, Oy
noATuITe xKac < 1 HeMece > 10 »xac »kaffanaapbl CHpeK eKeHiH KopCeTTi.

Kecte 1. ETV6/RUNX1 KaliTa KypblIbIMbI 6ap 24 6aJia 60161

Kac epekiesikrepi BbaJsia caHbl %
2-5xac 16 66,7%
6-9 xac 6 25,0%
10-11 »xac 2 8,3%

OsapaplH iliHAEe pelUAWB AaMbIFaH 6aJiasiap »ackl 3 MeH 7 »Kac apasbIFbIHA 601461 By
»Kac AuamnasoHbl Qiu *koHe apinTecTepiHiH MaJjsiMeTTepiMeH (94,6 % HaykacTap 1-10 »kac apa-
JIBIFBIH/A) TOJBIK colikec KeJieai [1]. ConbiMeH KaTap, < 1 »kac HeMece > 10 »kacTaFbl NallUEHT-
Tep/liH, peuuauB Oepyi 6i3/iH AepeKTepimize Ke3aecneni.

VHMLMabAbI IEHKOLUTTEp AeHreii — ke6ine >20-50x10° /11 601ca, »)K0Fapbl Kayin TO6bIHA
»KaTKbI3a/ibl. Bi3iH opTasbIKTa 3epTTeyre ajibiHFaH 24 6asaHblH, imiHge 10 (41,6 %) HayKacTa
b6acTankblJa JelKoneHus, 7 HayKacTa JeUKOIUT AeHTeli Ka/lbIThl lieKTep/e, 6 HayKacTa Jieu-
KOI[MTO3, aj 1 HayKacTa runepJenKkonuTos Tipkeszi. PenuauB faMbiFad 6asanap/bly, imiHge 3
YKaFJai1a JelKoneHus, a 2 aFjaiia JedkouTo3 6aiKaaabl. By MasiimeTTep asieMAik a/ie-
OMeTTe KepCeTiJiIreH TeHIeHIUusJIapMeH calikec Keseai [5, 8].
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Kecre 2. J/lelikouUT KepceTKilTepi 60MbIHIIA

JIeMKOUT KepceTKiTepi CaHbl %
['unepaeikonuTOo3 1 4,2%
(100 x109/51 omaH kemn)
JletikonuTtos 20-100x109 /n 6 25%
HopmonuTos 7 29,2%
JlelikoneHus 10 41,6%

ConbiMeH 6ipre, xanbiKapasublk, gepektepae ETV6/RUNX1-nosutusTi KJIJI nojgTumiHig
penMAuBTEpPi KOOiHe Kelll Ke3eH/le JaMUThIHbI )koHe OacTankpl xkoFapbl WBC 6y.1 Kelll peluuB-
TepAiH Herisri pakTopsl 60JbIN TaObIIMAaUTBIHBI KepceTiireH [2]. Bi3fiH 3epTTey HoTHXKeiepi
Jle oChbl 3aHJbLIbIKIEH yiseceni: 3epTTenreH 24 ETV6/RUNX1-nosutusTi KJIJI kaFialibIHbIH,
iminge 5 HaykacTa peuuUB TipKeJai.

PeniuIuBTEP/iH yaKbIT MEH JIOKAIXU3aUSCbIHA COliKeC O6J1iHyi TOMeH/erifen 60J1/bl:

-3 kafaiia kel penyAuB (3 oKluayaHFaH CyHeK KeMiri)

-2 karfania epte peuuauB (1 cyliek KeMiriHeH ThiC — HeHpoJieliKo3, 1 KOMOMHUPJIEHTEH —
CYHeK KeMiri + TeCTUKYJIAPJIbIK) TipKeaAi.

Bys fepekTep XaJsblKapasblK 9/le0MEeTTep/e KOPCETIITeH 3aH/bLIbIKTapMeH yujeceni,
oHgla ETV6/RUNX1-no3utusTi XKJIJI penuinBTepi KobiHe Kell Ke3eHJe Naijja 601aTbiHbI [2],
COHJIal-aK CyleK KeMiriHiH oKllay/JaHFaH pelUuBTepi Ui Ke3JeceTiHi [4] aTan KepceTiJreH.

ETV6/RUNX1-no3utuBTi kejen JuMbob6sacTTel Jekkosga (KJIJI) HHAYKUUSAHBIH
aJIFAlIKbl CaTblJIaPbIHAAFbl MOP(OIOTHUSIBIK Kayall pelUUB KaylniMeH ThIFbI3 6alJIaHbICThI
eKeH/Jiri XaJbIKapaJiblK 9/le0HeTTep/Ae KEHiHEeH cCUMlaTTa/lFaH [5].

Bi3ziH 3epTTeyiMisae peluUB JaMblFaH 5 HAyKACThIH, JlepeKTepi TaigaH bl

-1-HayKac: 8-kyHi mieTkepi KaHarbl 61actap <1000 (KaHaFaTTaHapJbIK ayar), 6ipak 15-
KYHI cyiiek KeMirinjie 6sactap - 6,01% 60JibIN, TOJIBIK PEMUCCHSIFA KOJI KeTKi3inmesi. 33-kyHi
6saactap - 0,8%. Keilin cyiiek keMiriHze kel oKliay/JaHFaH pelUUB JaMbl/bl.

-2-HayKac: 8-kyHi 6siactap - 0. 15-kyHi cyliek kemirinze - 0,6% (pemMuccusasra *,eTTi). 33-
KYHI - 4,2%. CoraH KapaMacTaH, Kelll CyHeK KeMiri peliuiuBi TipKeaz,.

-3-Haykac: 8-kyHi 6sactap 0%. 15-kyHi - 2,8%, TosbIK eMec pemuccusi. 33-kyHi — 4%, 52-
KYHi - 2%. KelliH cyliek KeMiriHze kel pequJuB JaMbl/ibl.

-4-HaykKac: 8-kyHi 6sactap 0, 6ipak 15-kyHi cyliek keMirinze 7% 60JiblI, peMUCCUSIFA KOJT
»KeTKiziiMesi. 33-KyHi cylek KeMiri KasinblHA KeJIreHiMeH, HayKacTa epTe KOMOUHHUPJIEHTEH pe-
MAUB (CylieK KeMiri + TeCTUKYIAPJIbIK) aHbIKTaJ1Jbl.

-5-HaykKac: 8-kyHi 6s1actap 0%. 15-KyHi cylek KeMiriH e ToJIbIK »ayall aJblHOa/ibl. 33-KYHi
6saactap - 0,4%. Keilin cyliek keMirinze ke pequniB TipKeJ/i.

By nepekTep/ieH Kepin OTbIpFaHbIMbI3/lal, 8-KYHI 1eTKepi KaHAa 6J1acTap/pblH 60Ma-
YBIHBIH 631 peliuAuBTIH a/JblH asa aaMajbl. An 15-KyHi cyliek kemiringe =5% 6sacTap/ibiH,
cakTanybl (1 »koHe 4-HaykKacTapza) KoJalcbl3 60/KaMAbIK GaKTOp peTiHJe KapacTbIPbLIJbL.
33-KkyHi To/bIK MOPOJIOTUS/IBIK, PEMUCCHUSIFA KOJI KETKIi3ireH »kaFfailiapabiy e3ivge (2, 3,
5-HaykacTap) peuuauB JaMbiFaH. bys KyobLibic 9aebueTTepe cunattairad ETV6/RUNX1-no-
3UTUBTI NOATHUIIKE TOH Kelll pelUAUBTEP/IiH XKUiJliriMeH calikec Kesefi [7].

MRD (MMHMMaJbl KaAAbIK aypy) — KaJAbIK JeHKeMUAIbIK KIOHAApAbIH, AeHreii >1073
O6oJsIFaH/ia peLUUBTIH eH CeHiM/i npeAUKTOpPbI 60JibIN TabblaaAbl. Kazipri 3eptTeynep MRD eJ1-
lieyiH penuUBTI 60JKay/ja aca MaHbI3/lbl MapKep peTiHze KepceTei. UHAYKIMAIBIK Tepanus
Ke3eHiH/e, acipece 15- xxaHe 33-kyHAepae MRD geHreiiHiH koFapbl 60J1ybl pelUAXB KayMiH
eZldyip apTThIpajbl.

Mgicasbl, Pui xoHe apinTectepi (2021) ETV6::RUNX1-no3uTuBTI 6ananapzaa 15-mi KyHi
MRD <0,1 % 60.s1FaH xxafAaniaa 5 *KbUIJbIK PELIUIUB KOPCETKIllli TOMEH eKeHiH AaJesnjerex [3].

bizaiH opTanbikTa MRD-MoHUTOpUHT Tek 2024 bl1JjaH 6acTall Kyiesi Typ/e eHrisiireH.

156



ConpbikTaH 2020-2024 xbl1gapaarbl 24 nalMeHTTIiH iiHjge 5 penquauB anrad 6ananapaa MRD
JleHreii 6esricis, 6ys1 penuuBre biKNaja eTyi MyYMKiH Heri3ri ¢akTopJiapzbl 6arajay/a LIeK-
Tey 60Jibll Tabbl1a/bl. bosamakTa MRD 3epTTeyiH 6apJ/iblK 6acTanKbl )KoHe Pelu/IUB MalUeHT-
TepiHje MIHAETTI Typ/e )Kypri3y, oHbl 15- )xoHe 33-KyHAepAeri cyilek KeMirinje eJiiey, H9TH-
»KeJsiep/li MHTepnpeTauusiiay (Tepic/oH/caH/blK KOpPCETKIll) apKbljibl PEUAWB KAyIiH al/iblH
aJla aHbIKTay MaHbI3/bl.

LlumozeHemuka/blk 3epmmey Hamuoiceaepi xaHe 01apdblH peyudusneH 6ali1aHbICbl. 3epT-
Tey 6apbicbiHga 2020-2024 xpuigap apanabiFbiHga ETV6::RUNX1-no3uTuBTI kefen 1uM$poo-
JactTthl elikemus (2KJIJI) iuarHo3biMeH eM KabbLiiaFaH 24 6alaHbIH IUTOT€HETUKAJIbIK HOTHU-
KeJsiepi TasnaH/Abl. OpOip nanyeHT OOMbIHIIA KAPUOTHUIITIH, epeKIlesiKTepi MeH pelUiuB CTa-
TYChI CaJbICTBIPbLI/bL. 24 6asaHblH, iliHAe 21 6asa/ia TOJbIK IUTOTeHEeTUKAIbIK, KOPbITIH/bI
aJbIHABL, a1 3 HayKacTa MUTO3 60JIMayblHAa HeMece eMHeH 6ac TapTyblHa 6ailJIaHbICThl HOTHXKE
asibIHOa/bl. BapJ/bIFbIHBIH, illiHAe 5 6a/1a4a pelu/UB TipKeJIreH

-12-xpoMmocoma aMMarbIHAAFbl e3repictep - 9 HaykacTa aHbIKTaazabl (t(12;14),
add(12p13), der(12), del(12p)). Bya TonTa penuuB 2 )afFaansa 6aiKaaabl.

-6q Aes1enUsChI — VI NAlMEHTTe TipKeJAi; oJlap/AblH, illiHje pequauB 1 HayKacTa 6alKasi/ibl.

-Hyperdiploidy (=251 xpomocoma) - 1 6asafa aHbIKTa/AAbl; OyJ HayKacTa peluuB 60Ji-
MaFraH.

-t(11;14) xoHe t(1;4) Topi3/i KocbIMIIA TPaHCIOKALUsIAP €Ki 6a/1aZia aHbIKTAJI/Ibl; pely-
nuB Tek 1 6anaza (t(11;14) 6ap 6anajga) Tipkeafi.

-ETV6::RUNX1 rearrangement (t(12;21)) -24-naykacta FISH apkblibl pacTtanfaH
t(12;21), onapabiy, 50%-biHaa 12p aenenuscel. by 6ananapja penydauB 6alKaaMa/bl.

-KaabinTel kKapuotun (46,XX/46,XY) - 6 6aj1a/1a aHbIKTaJ/ibl, 0JIap/AbIH €lIKAWChICBIHAA
peny/iuB 60JMaFaH.

Peniu/1uB aHbIKTa/IFaH 5 OaslaHbIH YieyiHJe Kyp/esi HeMece KocapJaHFaH XpOMOCOMaJIbIK
Oy3blabICTap 6aliKaJIFaH:

Bys1 HoTHXKeJiep o7,e6MeTTe cuNlaTTaJFaH/jal, KOCBIMILA UTOTeHeTUKAJIbIK, aHOMAJIUA-
Jaap (secondary chromosomal abnormalities) peiiuB KaymiH apTThIpaTbIHbIH KepceTe/i.

Bi3ziH 3epTTey HoTHKesepi xa/blKapasblK AepekTepMeH coiikec kesefi. ETV6/RUNX1
NO3UTHUBTI Gasiajiap d/leTTe KaKChbl 60/DKaMMeH CHUMaTTasca [1a, KOChIMILIA LIUTOreHeTUKAJBIK,
6y3blabicTap (Mblcasbl, 6q deletion, 12p alteration, 1q duplication, t(11;,14)) 6ap HayKacTap/a
peLuJMB Kaylli akTapJibIKTal )KOFapbl eKeHi OYpbIHFbI eHOeKTep/ie Je AdJiesleHTeH [6].

Bi3zin 3epTTey HoTHxKesepi 6okbiHIIA, ETV6/RUNX1-no3uTuBTi Gananapfarbl penu/u-
BIeH 6al/IaHbICThI HETi3Ti LUTOreHeTHUKaJIbIK GpaKTopiap — 6q Aesenusacs], 1q AynavuKanus-
cbl, t(11;14) )xoHe KypAeJii TpaHCJI0KanusAIap 60bin TabbL1aabl. Antaza ETV6/RUNX1 Kaiita
KYPbLJIBbIMBI 6ap HeEMece TMIepIJIONAThl HayKacTap/a pequauB 6aiiKkajiMaraH.

ETV6/RUNX1-no3uTtusBTi *kezea suMmpobaacttel Jgeiikemusa (MKJIJI) kesinze nmMmmyHode-
HOTHUIITIK epeKllIe/JiKTep aypyAblH aFbIMbIHA XXKoHEe peliuAuB JaMy KayliHe eJieyJii acep eTeTiHi
6esrini.

BisziH oprasbiKTa 3epTTenreH 24 6ananbiH, UOT HoTuxkesepi 6okbiHIIa CD10+, CD19+,
CD34+, TdT+ knaccukanblK, B-xxonapl deHotun 6acbkiMm 6osabl, 6ya ETV6/RUNX1-mo3uTuBTI
KJIJI-ra ToH npoduibMeH calikec Kesefi. Anaiaa 5 penuauB anraH Haykactapga CD20 xkone/
HeMece MuesonATbl MapkepJsep (CD13, CD33) koakcnpeccuschl xuipek 6akkanzabl. bya xa-
JIbIKApaJsIblK 3epTTeyJepAe KeJTipijireH MajiiMmeTTepMeH yitsecegi [10].

AiiTa KeTy KaeT, peuJuB OepMereH HayKacTapja Ja OCbl MaKajajapja peLu-
JIUB JlaMybIMeH OaWJIaHbICTBIPbLIFAaH UMMyHOMapkepJsep (Mbicanabl, CD20+, CD13+, CD33+)
aHBbIKTaJIFaH KafFaaliap Ke3jecTi. bys oslapAbiH, 60/1allaKTa penuauB 6epMenai aereH/i
oinpipmeni, ce6e6i ETV6/RUNX1-nosutuBTi XKJIJI keitge ke (3-5 xKblijjaH KeHiHri) penu-
JIUBIIEH CUNIATTaJIybl MYMKIH.

KockiMiia reHeTukasnbik, aHoManusaap — IKZF1, PAX5, BTG1 aeneuusiiapsl, CRLF2 pea-
pamxxupoBKacel. CoHFbl 3epTTeysep kepceTkeHzel, ETV6/RUNX1-no3uTuBTI Gasasapfarbl
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KJIJI-ne kocbiMIlla reHeTHKaIbIK MapkepJep (Mbicasbl, IKZF1 xone PAX5 nenenusnapsl, BTG1
MyTanusapel ;koHe CRLF2 peapaHXHpoBKachl) peLUiuB KayniHiH ecyiMeH xaHe MRD neHreii-
JIepiHiH K0Fapbl 60J1ybIMEH 6alJIaHbBICTHI.

Haematologica >xypHanbiHza kapusiianrad keibip gepexktep ETV6/RUNX1 penuauB yi-
rinepinge IKZF1 xxone PAX5 fesenysisiapbl MHAYKIMS Ke3eHiHAe MOP(OIOTUSIBIK KayalThIH,
KellliryiHe »KaHe TOJIbIK peMUCCHs 60JIMayblHa bIKIaJ eTeTiHiH kepceTeni [11].

bizaiH opranbikTa ekiHilike Kapai, IKZF1, PAX5, BTG1, CRLF2 cusiKTbl KOCbIMIlIA FT€HETH-
KaJIbIK MapkepJiepZi aHbIKTauTbiH MLPA, SNP-array HeMmece NGS cUAKTBI MOJIEKY/ISPJIBIK d/i-
CTep TOJIbIK Ko/DKeTiMAl eMec. CoJs cebenTeH, 6a1anap/a »KoFapbl/ia aTaJiFaH MapKepJiep/ii 6ara-
Jlall a;IMaJIbIK, — OYJ1 peljuAUB KayIliH TOJIbIK 6aFasiay/laFbl MaHbI3/lbl LIEKTEY 60JIbIN TaOblaa/ibl.
BoJslamakra MyH/Ziau Tajsjaynap/bl eHri3y KoFfapbl ToyeKeJ/i NallueHTTep/i epTe aHbIKTAyFa,
eM/li KYLIeUTy KaXKeTTIJIriH yaKThLIbI lIellyre MYMKiHZiK 6epezi.

KopbimbiHObL:
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IITMJTAHBAEB H.P, KAJIABAEBA M.M., KYPGAHOBA M.P.

BAJIAJIAPABIH, JHTEPAJIb/Il TAMAKTAHYbIHBIH XUPYPT'UAJIBIK MUHU HHBA3UBTI
KOJIBIH X KETIJIAIPY

«[leguaTpus xaHe 6asiasiap XUPYypPruscel FblIbIMU OpTaiblFbl» AK, Anmarsl K., Kazakctan

O3exkmisiei. TamaKTaHy 6asiajlap MeH »aceclipiMAepAiH AyphIC JaMybl YILiH wewyii pak-
TOp 60JibIN Tabblaaibl.AJAMHbIH, HAKTbl TaMaKTaHY *Kaf/lalibl aF3aHbIH 6CYyi ME€H J1aMyblH, Op-
raH/iap MeH »KyWeJsiep/iiH, KYpblJIbIMbl MeH KbI3MeTiH, 6eliM/esly pe3epBTepiHiH 60/1ybIH, GU3U-
KaJIbIK >K9HEe aKbLJ1 — OM Kabi/IeTTi/IiriH xoHe T.6. aJaMHbIH 6Mip Cypy calachl >koHe OHbIH, aybIp
»KaFaliapra (aypyJap, »apakaTTap, onepauusiiap, 3KCTpeMasibl KYKTeMeJsiep *KoHe T. 0.)
Te3iM/Ii/ik KabiseTi TaMaKTaHYAbIH TOJBIKThIFbIHA OailJlaHbICTHI [1-3].

KinHuKanblK ToxKiprbene TaMaKTaHy KeTKilikci3jiriniy, kepiHictepi »xui ke3neceni. Onap
KaTap >KYpeTiH aypyJiap apacblH/ia CHPEK al ThL1a/1bl KOHE aypy TapUXbIH/1a KepiHOei i, JereHMeH
TpPOoPUKABIK KaF/[aii/|blH 0Y3bLIYbl XUPYPTUSIJIBIK )KoHE TepaneBTiK NpoUIberi HayKacTap/iblH,
30% o6alikanagbl. Bys xkafmaiijla TaMaKTaHy KeTKUIIKCi3/[iriHiH, aybIpJIbIFbl 6ap NaTOJOTUSHbIH
TYpiHe K9He aypyAblH Y3aKThIFbIHA 6ails1aHbICThI [4,5]. TaMakTaHyAbIH 6acTanKbl OY3bLIbICTAPDI,
MeTaboJIMKa/IbIK 0Y3bl1y/iap MeH aKybl3-3HEPreTUKaJIbIK YKeTKIIKCI3IiKTiH Ty3eTinyiHiH aJici3i-
ri, cTaMoHap/aFbl ypbIiC TaAMaKTaHOay eM/iey LiapajiapblHbIH TUIMAIIITIH efayip ToMeHAeTe ],
HayKaCTbIH CTallMoOHap/a 601y y3aKThIFbIHA Kepi acep eTefi xkoHe eM/iey 60/KaMbIH HallapJiaTa-
Zibl. JlaJ1 ocbl HAyKacTap/ia ayblp acKbIHYJIAp/iblH, (CENTHUKAJBIK XoHe UHPEKIUAIBIK aCKbIHYJIAP,
y3aK YaKbIT eM/IeJIMENTIH kapaJiap, Kel MyUIeJsiK KeTKiJIIKCi3iK, HO30KOMUaJb/[bl UHOEKIHS,
OKIIeHIH, y3aK yaKbIT >KacaH/bl >KeJI1eTiJIyi) MeH 6J1iM - XKIiTiMHIH AaMy KayniH 3 ece apTazpbl [6-10].

JHTepasbbl TaMmakTaHy (IT) - ackazaH HeMece alll illleK apKblibl €HTIi31JIETIH KOPEKTIiK
3aTTap/bl (Kocnasap/ibl) TaFalbIH/IayAbIH FbIIbIMU Heri3enreH xyheci [11]. 3T napeHnTepasib-
Jibl TAMaKTaHYMeH caJibICTbIpFaHAa GU3NO0JIOTUSIBIK )koHe 8-10 ece ap3aH, KaTaH CTEPUJIbJi
YKarJauap/bl KaXKeT eTien/i )koHe eMipre KayinTi acKblHyJ1ap TyAblpManabl. T KbICKa Mep3iM-
Jle aKybI3-3HepreTUKaJIbIK KeTiCeyUiIiKTi )Kosbl, TiHAepAiH TPoPHKACBIH KaKcapTa/ibl, Xa-
pasiapAblH epTe Ka3blIYbIHA, CBIHBIKTAp/blH LIOFbIPJIaHybIHA bIKIAJ €Te/li, IMMYH/IbIK KYUeHI
KaJIbIIIKA KeJITipei, xKyHeJslik 6akTepUsiblK UHPEKIUAHBIH JaMy KayIiH a3aliTa/ibl, )kapaJjibliap
MEH HayKaCTap/iblH Te3 KaJlllblHA KeJlyiHe bIKNaJ eTe/li, MeAULMHA/bIK pecypCcTapbl TYThIHY/bI
azaiTa/ibl ’K9He OCbIFaH 6al/JIaHbICTbI KAP>KbIJIbIK, IIbIFbIHAAP/bI YHeMAeNAl [12-14]. JHTepasib-
Jibl epeKIleiKTepi TaMaKTaHy KebiHece ac KOPBITY »KOJIbIHA KOJI KeTiMAJIIKIEH aHbIKTAaIaAbl.
MyHzal KOJ1 KeTiMAiJIiK OChI KO0JI/IbIH, aHATOMUSJIBIK TYTACTbIFbIH CAKTal OTBIPBIMN Kacalybl
MYMKiH, iFHH Ha3oractpasb/bl (NH) Hemece Ha3oaHTepanb/bl (NE) 30H7 (30HATHIK TaMaKTa-
Hy) HeMece apHaibl XMPYPrUAJIbIK apajiacy/ap, SFHU apTypJi ¢ucTynanapbl (cToMusIapAbl)
KosiZjaHy [15]. Erep sHTepasib/ibl TaMaKTaHy y3aK yaKbIT O0UbI, IFHU 4 anTajlaH acTaM yaKbIT
6011bl 2KYprisinyi kepek 60Jica, OH/la HAYKACKa CTOMHUS »Kacauybl Kepek [16].

Kaszipri yakbITTa KJIUHUKAJIBIK TOKiprbere KapbIKilliJlik 3HA0CKONUS MEH JIalapOCKOMUS-
HbI KOJIZJaHa OThIPBIII, a3 MHBA3UBTI XUPYPrus 9icTepiH KeHiHeH eHri3y 6aiikaiazbl. Tepi acThIH-
JlaFbl 3HA0CKoNUsAbIK racTpoctoMusi (CHEG) epekilie Hazap ayzapyfa TypapJiblK, epeKLIiIir 0J1
XUPYPTUSJIBIK JIANAPOTOMUSJIBIK TaCTPOCTOMUSsIFA 6as1amMa 60J1/1bl XKoHe llIeTes/ie KEHiHEH KOJI-
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JlaHbl1aabl [17]. HeBposiorusisiblk, 6y3bliy/iapbl 6ap 6asianap/blH, aJ1eM/ie KaJbl Ke3fecyi (0y-
3bLybl X)KyTh1y) 1000 Tipi TybiFanfra makkauzaa 2,11 Kypaiasl [18]. ConbiMeH, 2000 xKbLiaH
6acran AKII-Ta »b11 caliblH 200 MBIHHAH acTaM apasiacy »Ky3ere acbipbLia/ibl [19]. OTaHAbIK,
d/lebueTTepie NeAUaTPHs/a )KoHE KYThIHY/|bIH, HEBPOJIOTHSJIBIK, OY3bLIbICTaphl 6ap 6asasapaa
CHEG kospaHy Typajibl Tek 6ip FaHa Makasa 6ap, 6yJ1 ochbl 9/iicKe »KeTKiliKci3 Ha3ap ayJapy/abl
»KOHe OHBbI 93ipJsiey MeH urepy KaxkeTTisiriH kepceteai [20]. Tepi acTbIHAaFbI 3HL0CKONMUAIBIK, Ta-
CTPOCTOMMUSA-0YJI CYHBIKTBIK IIEH KaJIOPUSAHbBI LIEKTeYJIi illeTiH HayKacTap/ bl TaMaKTaH/AbIPYy/bIH
TaHBbLIFAH d/iCi. YaKbITbLIbI 3HTEPa/Ib/bl TaAMaKTaHy JypbIC TAMaKTaHOAy *oHe JleHe KypaMbl-
HBIH Oy3bLIybIMeH 6alIaHbICThl aCKbIHY/IapZbl 60/1AbIpMay YIIiH OHTalbI [21].

3epmmey makcamvl. TepiapKbliibl 3HAO0CKONHUAJIBIK, aCCUCTEHLIUSIMEH TacTPOCTOMMUSA Ka-
cay apKbl/ibl 6asiasiapAaFbl SHTePaJib/ibl TAMAKTaHY/ bl OHTANIAH/bIPY, EMJIK KOPEKTEHAIPY/iH,
»KaHa d9/IiCiH JJaiibIH/Aay *KoHe eM/IiK TaKTHUKAChIH KeTiJipy apKblJibl 3Ky ThIHYbI OY3bIJIFaH 6aJia-
JIapZiblH, eM/ley HOTHXKECIH KaKcapTy.

3epmmey HbicaHbl. 18 )acka ToJiMaFaH 6aJanap KoHe KacecHipim.

3epmmey du3atliHbl: OPTaNbIKTaH/bIPbIJIFAH PETPOCIEKTUBTI )KoHe IPOCHEKTUBTI 3epTTeYy.

Mamepuandsly JcocnapAaHFAH KeJeMi: aJllbl KUbIHTBIK, KeJieMi [leauaTpus koHe 6asa-
Jlap XUpYPTHUSCH] FbIJIBIMUA OpTaJIbIFbl XKoHe N22 AcTaHa KaJsajblK 6ajasap aypyXaHachl TYCKeH
racTpoCTOMHUS KOIO/bl KaXKeT eTeTiH 18 »xacka ZieliHri 6ap/iblK NalueHTTep.

Mamepuan KeseMmiHiH Hezi3demeci:

Kacwi: 18 xxacka feitinri 6anasnap

¥ameobl (3THUKANBIK). 3epTTEY/e YT epeKlieiri eckepisimMeifji, ce6e6i 6y MaTOJOTUSHbIH,
TapaJiybl MEH KJWHHUKAJbIK aFbIMbl NALlUEHTTIH, yJITbIHA 6alJIaHbICThbI EMeC.

3epmmey kpumepuiiiepi:

* basasiap »acbl - 18 xacka Jieiiin

* XKy ThIHY )koHe MeTaboJIMKaJbIK OY3blIbICTApPbl Oap HAyKacTap

* [launeHTTEpPAiH aTa-aHa/apblHaH “XeJIbCUHKUU AeK1apalusacbiHa” coliKec IUarHOCTUKA
MEH eM XKyprisyre ajiblH-aJla aKnapaTTaH/JbIpblJIFaH epiKTi KeJiciMiH ay.

3epTTey KpUTepumiepiHe KipMmenzi:

- 18 xkacTaH »0oFapbl HayKacTap

- llopTanbai runepTeH3usicbl 6ap HayKacTap

- lactpoazodareannbai ped.tokce I gapexeci

3epmmey opHbl: TlefuaTpus xkoHe Oasajap XUPYPrusachl FbIBIMU OPTaJbIFbI KoHe No2
AcTaHa KaJa/lbIK 6asiajiap aypyXaHachl.

Mamepuanadap men adicmep. 2021 xbligaH 6actan Kasipri yakbiTKa geiin [leguatpus
»KoHe 6aJiasiap XUPYpPruschl FbIJILIMU OpTaJiblFbl MeH N22 AcTaHa KaJsajlblK KellcaslaJlibl aypyxa-
HaHbIH 6a3aJsiapblH/ia 3H/0CKOMUAJIDBIK, aCCUCTEHIIUsIMEH bipre Tepi apKblbl racTpOCTOMA Op-
HaTy npoueaypackl 58 nanueHTke xkyprizinai. Onapapiy, iminge 30-b1 yia 6ana (52%), 28-i Kbi3
6asa (48%) 6osabl. [lanmeHTTEP/iH OpTalla *ackl — 3,5 Kac.

Bap/iblK nauueHTTep aj/blH aja KelleHJi JAUAarHOCTUKAaJbIK TeKcepy/ieH (acKa3aHHbIH,
PEHTTeHKOHTPACThIK, 3epTTeyi, 9HJOCKONUSIBIK 3epTTey) oTKi3injl. Tekcepy HoaTHxKesepiHe
CoMKec, racCTpOCTOMa OpHATyFa KepCeTKilITep aHbIKTaJFaHHAH KeliH, acKa3aH aliMaFblHa olle-
pauUAJIbIK apasiacy XKyprisiigi.

KnvnHukanelk [fguarHosra covikec, 13 nauueHTTe (22%) aKybI3-dHepreTUKaJbIK,
TaNUIbLIBIKTBIH aybIp Aapexeci, 3 nanueHTTe (5%) 6HEITIH ThIPTHIKThI CTEHO3bI, 2 XKaFAana
(3%) xekipek apasbIFbIHbIH, iciri anbiKTangbl. Kanran 40 6anaza (70%) 6ananap nepebpanjbl
cas aypysbl (BIJCA) fuarHo3bl KOUBLIABI.

Hamuboicenepi. OnepauusiiblK apajiacy MHTYOalMA/IbIK aHECTE3H XKaFAalbIH/A XKYPrisiaji.
By )kalT alTap/abIKTall MaHbI3/bl, Ce6e6i MHTYOALUSIBIK aHECTE3Us acKa3aH — illleK »KoJia-
pbIHA THIHBIC >K0JIJapbIHbIH Keepriciz MaHUIyJIAL U )KacayFa MyMKiH/ik 6epefi.

OnepauuaHbIH opTalla y3akThiFbl 10 MUHYTTaH acna/bl (cajabICThIpMasbl TYPZeE, Jlalapo-
TOMMUSJIBIK, 2K9HE JIANIAPOCKONUAJIBIK IacTPOCTOMUSA Ke3iHze onepanus yakpITbl 20-30 MUHYTTBI
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Kypaiigibl). Bap/iblK HayKacTapra opTypJi eJilieMzeri TeMeH Npoduiib/ii raCTPOCTOMAa OPHAThLI/IbL.
OnepauusaaH KeuiHri acKbIHYyJIap TipKeJIreH oK. [oCuTaIn3alusaHbIH, OpTalla Y3aKTbIFbl — 7
ToyJliK. BapsiblK 6asasap racTpocToMa OpHaThIFAHHAH KeWiHTi 6ipiHIli anTa/ia caiMak Koca 6acTa/ibl.
OnepanuagaH KeiiHri 21 KyH imiHje 6apJiblK MalMeHTTepre 3HAOCKOMUSAJIBIK, 3epTTeY
(BuZe0330¢daroracTpocKonus) *)yprizisiai. 3epTrey HaTUKeJiepi OOMbIHIIA TAaCTPOCTOMAJIBIK,
TYTIiK KaJIbIIThI KaFaii/ia 601abl.

JlanapoTOMUSAJIBIK FaCTPOCTOMUSA/JaH KeHiH Ui Ke3/leCeTiH epiH Topi3/i »KblJIaHKe3 (CBUIL)
9H/I0CKOMHUSIJIbIK ACCUCTEHIMSIMEH OPbIH/Ia/IFAH TaCTPOCTOMUSIJIAH KeHiH 6alKa/IMa/bl.

KopbimbiHdbl. Tepi apKbliibl OpbIHAAJATBIH 3H/IOCKOMUSJIBIK FAaCTPOCTOMUST IHTEPaJib/ibl
KOPEeKTeH/ipy/iiH, 6acka aJiicTepiHeH KeM Tycneili, 6ipKkaTap apThIKIIbLIbIKTApFa Ue, )KaKChl
byHKLMOHANABIK HOTHXKeJlep 6epeii )koHe Jucarusachl 6ap HayKacTapAbl TUIM/i 6acKapy/blH
»)KaHAa MYMKIH/IKTepiH amazpbl.

Bananapja 3HA0CKOMUSJIbIK aCCUCTEHIIMSIMEH OPbIHAANATBIH TEPi aCThLIbIK racTPOCTO-
MHUS dJiCTepiH OHTaW/aHAbIPY OoJallaKTa OJIapZblH KYPTisinyiHiH OipbIHFall Karu/JaniapbliH
a3ipsieyre MyMKiHAik 6epefi. Bys1 - aHepreTHUkasblK 6aJaHCThI TOJBIK KaJllbIHA KEJTIPY KoHE
6aJiasiap/iblH KaJbIIThI 6Cyi MEH JIaMyblH KaMTaMachbl3 eTyre 6aFbITTa/JFaH MaHbI3/bl Ka/laM.

TepiapKpl/ibl 9HAO0CKOMUAJIBIK FaCTPOCTOMHSA ONEepaLUsChl 6Te€ TOMEH 6JIIM-XKITIM JleHreu-
iMeH «oHe acKbIHYyJap/blH 60JMaybIMeH cuNaTTadafbl. bys aficTi THicTi Aasgp/bIKTaH 6TKEH
3H/J0CKONUCT-AdpirepJsiep CoOTTI OpPbIHAAM aJa/ibl >K9HEe OHbl HAayKacTap YH »KaFAaublH/Ja Y3aK
Mep3iMAl 3HTepa/b/bl KOPeKTeHipy YIIiH nanjasaHa aJajbl.

CasibIcThIpMaJibl Tajiay HeTi3iHJe Tepi acThLIbIK 3H/AOCKOMUSJIBIK TaCTPOCTOMUSIHBIH,
30H/1 apKblJIbl KOPEKTEHAIPY MEH KJIaCCUKAJIbIK XUPYPTHUSJIbIK TaCTPOCTOMUSIFA KapaFaH/a a-
TapJIbIKTal apThIKIIbIJIBIKTApbl 6ap €KeHi aHbIK OaiiKaJsia/ibl.
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IIBIXbIEBA M.A.,, HYPXKAHOBA T'A.

KJINHUKO-3MUIEMHO/IOTHYECKUE ACIIEKTBI PELIMIUBOB JINM®OMbI X0/ KKMHA
Y JETEM: OTBIT OJJHOT'O LIEHTPA

AO «Hay4HbIN 11eHTp eJUaTPUU U JeTCKOWU XUPYpPrun», r. AnMartsl, KazaxcraH

AxkmyaasHocmo. Jlumboma XomxkkuHa (JIX) - ogHO M3 HauboJIee pacnpoCcTpaHEeHHBIX JIUM-
donposndepaTUBHBIX 3a60/1IeBAHUN B MeJUATPUIECKON U MOAPOCTKOBON OHKOJIOTHH. biaro-
Jlapsl pa3paboTKe U BHEJPEHHUI0 PUCK-aJallTUPOBAHHbBIX TepaneBTHYECKHUX MPOTOKOJIOB, BKJIIO-
YaWIUX MHOTOKOMIIOHEHTHY0 XUMHUOTEPAINHUIO U JIYYEBYIO Tepamnuio, 0611asi BbKUBAEMOCTh
nanyeHToB ¢ JIX B pa3BUThIX cTpaHax npeBbimaeT 90-95% [1]. 3TOT nporpecc sBaseTCs OJHUM
M3 BeJIMYaUIIUX JOCTHKEHU COBPEMEHHOW OHKOTeMaTOJIOTHU.

HecMmoTpst Ha 3TH BrievyaT/souye ycrnexu, okosio 10-20% nanueHTOB CTAJIKUBAIOTCS C pe-
[[UAMBOM 3a60JIeBaHUS WU IeMOHCTPUPYIOT eEpBUYHO-pedpakTepHOe TeueHue [2]. ITa rpyn-
na 60JIbHBIX MPEJCTABJISAET CO60U cepbe3HeN Y0 KIMHUYECKYI0 Tpo6seMy. [IporHos a5 nauu-
€HTOB C peljuAuBHUpYyOILel /pedpakTepHoit (p/p) JIX 3HaUUTENBbHO Xy:Ke, a TeEpaNXs BTOPOU JIU-
HUU COMpPsKeHa C BLICOKOM TOKCUYHOCTBIO U He Bcerga addekTuBHA [3]. UneHTUUKaUA Pak-
TOPOB PHCKA, aCCOLIMMPOBAHHBIX C HEGJIATOMPUSATHBIM UCXO/0M, SIBJISIETCS KJIHOUYEBOU 3a/jaueit
JUISl JlasibHe e ONTUMU3aLUK JledeHUsl. AHAJIU3 KJIMHUKO-3MUAEeMUOJOTUYECKUX JAHHbBIX Ha
YPOBHE OT/IeJIbHBIX IIEHTPOB U PETMOHOB M03BOJISIET HE TOJILKO OLleHUTb 3pPEeKTUBHOCTD MPHU-
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MeHsIeMbIX IPOTOKOJIOB, HO U BBISIBUTb JIOKaJIbHble 0COOEHHOCTH TeyeHHUs 3a00J1eBaHUs, UTO
BHOCMT LieHHbIH BKJIaJi B [V106a/IbHOE TIOHMMaHHe GUO0JIOTUH ONYXOJIH.

Lleab uccnedosaHnus. TIpoBeCcTH peTPOCHEKTUBHBIN aHAIW3 KJUHUKO-3MHUAEMHUOJIOTHYe-
CKUX XapaKTePUCTHUK, 0COOEHHOCTE! Tepalllu U ee UCXOJ0B Y JleTel C pellujuBaMH U nporpec-
cupoBaHHeM JUMPOMbI XO/JKKHUHA, OJYYMBLIMX JedeHUe Ha 6a3e HayyHoro neHTtpa nejpua-
TPHU U AETCKOU XUPYPrUHU I. AIMATBL.

Mamepuasawvl u memoOdul. [IpoBejeHO 0AHOLEHTPOBOE PETPOCIEKTUBHOE KOTOPTHOE UCCIIe-
JloBaHHe. PaboTa BbINOJIHEHA B COOTBETCTBUM C 3TUYECKUMHU NPUHLUIIAMH, U3JI0)KEHHBIMU B
XeIbCUHKCKOM JleK/1apalnui. Y BceX NallMeHTOB (MJIM UX 3aKOHHBIX [Ipe/iCTaBUTe el ) ObLIO Mo-
JlydeHO UHQOPMHUPOBAHHOE COTJIacHe Ha JIeUeHHEe U NOCIeAYIOIIYI0 06paboTKY 00€3/1MYeHHbIX
MeJIULMHCKUX JAHHbIX B HAYYHbIX LleJIfX.

B rcxoaHy0 KOropTy 6blIM BKJIOYEHBI BCe NAllMeHThl B Bo3pacTe A0 18 jieT ¢ BnepBble
YCTAHOBJIEHHBIM U TMCTOJIOTHUYeCKU BepUPULIMPOBAHHBIM JJUAalHO30M «KJjaccuyeckas JUMdo-
Ma XO/ZKKMHa», NPOXOAUBILNeE JedeHMe B HaydHOM LjeHTpe nejuaTpuX U eTCKON XUPYypruu
(r. Anmatsl) B nepuog ¢ 1 auBaps 2020 roga no 1 auBapsa 2025 roga (n=68). U3 3Tol KOropThl
6bl1a chopMUpOBaHa UccleayeMas Ipynna, BKJAOYUBIIAA BCeX NALUEHTOB, y KOTOPbIX ObLI 3a-
duKcUpoBaH pelUuB 3a00JieBaHUSA WU €ro IporpeccupoBanue (n=12).

C60p JaHHBIX OCYLIECTBJIAJICA MyTEM PETPOCIEKTUBHOTO aHa/M3a MeJULIMHCKON JOKY-
MeHTaluu (UCcTOpUM 60JIe3HH, aMOynaTOpHbIe KapThl). [/1 KaXJ0ro nalueHTa uccjaeayeMou
I'PYIbI U3BJIEKAJIMCh U CUCTEMAaTU3UPOBAJIMCh CleAYIOLe TapaMeTphl:

e /leMorpaduyeckue: 1oJi, BO3pacT Ha MOMEHT NOCTaHOBKHU JIMarHo3a.

e KiinHuko-mMmopdosiornyeckue: ctafusa 3abosieBaHus no kjaaccudukanuu Ann Arbor, Ha-
Jinyuve B-cuMnTOMOB, TMCTOJIOTMYECKHMU BApUAHT ONYXO0JIM COIJIacHO Kaaccudukanuu BO3.

e [I[porHocTHYecKHe: Trpylna pucka (COrJIacHO KpPUTEpPUAM NPUMEHsSeMOro HpOoTOKOJa
EuroNet-PHL).

e /laHHble O Tepanuu 1-d JIMHUU: MOJIHOTA NPOBEJEHHOr0 Kypca MOJUXUMHUOTEpANUuu
(ITXT), nprMeHeHHUe JIy4eBOM TepallMy, OTBET Ha JIeYeHHe.

e XapaKTepUCTUKHU peljiAuBa: TUIl penuiuBa (paHHUM - 10 12 Mecs1ieB Mocje OKOHYaHUs
Tepanuu, No3HUM - nocse 12 MecsueB).

e /laHHBIE 0 IPOTUBOPELMAUBHOM Tepanuu: IPUMeHeH e BbICOKOL03HOM XUMHUOTEPANUH C
ayTOJIOTUYHOW TpaHCIJIAaHTalMel reMONO3TUYEeCKUX CTBOJIOBBIX KJeTOK (ayTo-TI'CK), TapreT-
HOU U UMMYHHOU TepaluH.

e VcxoA: oTBET Ha MPOTUBOPELUAUBHYIO TepanuIo.

[lepBUYHOE cTaiupOBaHHEe MPOBOJUJIOCH COTJIacHO kKaaccupukauuud Ann Arbor. OueHka
OTBeTa Ha TepalH1i0 OCYyLeCTBJIAIACh C IOMOIbI0 NO3UTPOHHO-IMUCCUOHHOW TOMOrpaduH, co-
BMellleHHOH ¢ koMnbloTepHOU ToMorpaduent (I13T-KT), ¢ ucnonbzoBanuem 5-6a1bHON MeTa-
6osindyeckoi mkasbl Deauville.

Tepanus nepBoi IMHUU NPOBOAMJIACH COIVIACHO PUCK-aAITUPOBAHHBIM IPOTOKOJIAaM MEX-
AyHapogHou koonepatuBHoU rpynnbl EuroNet-PHL (European Network for Pediatric Hodgkin's
Lymphoma). B kauecTBe npoTuBopeLHMBHOM (salvage) Tepanuu UCHOIb30BaJNUCh PEXKUMBI Ha
ocHoBe miaTuHbl (HanpuMep, DHAP, ICE), a y XeM04yBCTBHUTEJ/IbHBIX NALUEHTOB — BbICOKO/03-
Has xuMuoTepanus no npotokoay BEAM c nocnepyromei ayto-TT'CK. OTBeT Ha JiedeHHe OLleHU-
BaJICS1 COTJIACHO MEeX/1YHapOAHbIM FapMOHU3UPOBAHHbIM KpUTepusM [3].

Bce cobpaHHble JaHHbIe ObIIM BHECEHBI B 3J1eKTPOHHbIe TabnLbl Microsoft Excel. YyuThi-
Basl ONuMcaTe/IbHbIM XapaKTep UCCJeJ0BaHUA U Masblid 06beM BbIOOPKHU (n=12), aHa/1M3 orpaHu-
YMBaJIC METOAAMU JECKPUNITUBHOW CTaTUCTUKHU. MeTOo/1bl aHaJINTUYECKOU CTAaTUCTUKU 151 IPO-
BEPKU FMIIOTE3 He IPUMEHSJINCh BBULY HEZLOCTATOYHOM CTaTUCTUYECKOM MOLHOCTH BbIOOPKH.

Pe3ysabmamul u o6¢cydxrcdeHue. 3a uccaeayeMblil 5-1eTHUM TePHO/] B HAILIEM LIEHTPE JieUeHU e
no nosoAy JIX nonyyunnu 68 geteid. [leTanbHas KJIUMHUKO-AeMorpaduyeckas U TepaneBTUYe-
CKasl XapaKTepUCTHKa 12 manyeHTOB, COCTaBUBILUX IPYIIY C peljuIMBOM /IpOrpeccCHpoOBaHUEM
3abo0/1eBaHus, IpeJcTaByeHa B Tabaune 1.
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Tabsuna 1. CBogHas xapaKTepUCTHUKA MalUEHTOB
c peuuguBamMu/nporpeccupoanueM JIX (n=12)

Ne (Ilon |Bospact Cra- I'ucrono- |Ipynnapu- |OTBeT Ha 1-10 Tun penu-
Ausi rus CKa JINHUIO JAUBa

1 M [TogpoctkoBed |11 HC Bricokas [IporpeccupoBa- |PanHnui
HUe

2 M JlOIIKOJbHBIN I1 CK CpenHsas [losiHBIY OTBET PaHHU#

3 K [TopOoCTKOBBIM I11 HC CpeaHsis [ToJIHBIM OTBET [To3gHun

4 M JlOIIKONIBHBIN [11 JIII CpenHss [losiHBIN OTBET PanHui

5 M [TogpocTKOBBIN I1 CK Bricokad [TosHbIN OTBET PanHuit

6 M Jlo1KObHBIN [11 HC Bricokasa [Iporpeccupo-Ba- |PanHui
HUe

7 M [lIkonbHBIN IV JIII Bricokas HenosHoe siedye- | PanHuit
HUe

8 K [TogpocTKOBBIN II Jlumbonu- | Cpeauss [TosTHBIN OTBET [Mo3guun

Tap-Has

9 M JlOLIKOIbHBIN II1 CK CpenHsaA [Iporpeccupo-Ba- |Pannui
HUEe

10 |M [TopgpoctkoBbiit |11 JIIT CpepHss [TosiHBIN OTBET PaHHuit

11 M JlolKoIbHbBIN I1 HC Bricokas [Iporpeccupo-Ba- | PanHui
HUe

12 |M [TopgpoctkoBbin |11 CK Cpepuss [IporpeccupoBa- |PanHuu
HUe

[lpumeyarus: HC - HodyasapHblll ckaepo3, CK - cmewaHHo-kaemoyHbtl, JIII - aumgpoudHoe
npeobsadaHue

M3 Huxy 8 nanuenToB (11,76%) 6611 AUarHocTUPOBaH penuus, ay 4 (5,88%) - nporpeccu-
poBaHUe Ha pOHe UM MTOCJ/Ie 3aBeplleHrs Tepanuu epBon IMHUKU. TakuM 06pa3oM, 06111as 4acTo-
Ta HEGJIAarONPHUSTHBIX COOBITHUN B Halllel KoropTe coctaBuia 17,64%, 4To B 11eJIOM COOTBETCTBYET
JlaHHBIM MeXK/yHapOJHbIX UCCJIeL0BaHUM, Tie 3TOT NoKasaTe b BapbupyeTcsi oT 10% g0 20%.

JleMmorpaduyeckre u KJIMHUYECKHE XapaKTepUCTUKU. B rpynme p/p JIX oTMevasoch 3Ha4Yu-
TeJIbHOe MpeobJialaHre JIUI My>CcKoro mnoJia: 10 MmanbuukoB (83,3%) u 2 geBouku (16,6%). ITO
corsiacyeTcsl € 001 eMUPOBOM TEHAEHILIUEH, [/le MY>KCKOH 110J1 pacCMaTPHUBAETCs KaK OAMH U3 pak-
TOpPOB HebJIaronpUATHOrO NporHo3a. PacnpeseneHre o Bo3pacTy Ha MOMEHT [TOCTAHOBKH [JIU-
arHosa Nnokasaso JBa NHKa: 5 nanueHTos (41,67%) 0THOCUINCH K JOLIKOJBHOMY BO3pacTy (3-6
JieT) U 5 nanueHToB (41,67%) - K nogpocTkoBoMy (11-16 JieT). ITO OTpaXkaeT KJIACCUYECKYIO OU-
MOJAJIbHY10 KPUBYIO 3a00s1eBaeMocTH JIX.

KiroueBbIM pakToM sBasieTcs TO, 4TO 100% mauueHTOB B UCC/IelyeMOM TpyIIe UMeJH pac-
IpOCTpaHeHHbIe CTaJUU 3a60/1eBaHUsI HA MOMEHT Jie6roTa: 7 nauueHToB (58,3%) - III craguto
v 4 nauuenTa (33,3%) - Il craguto, u 1 nauueHT (8,3%) - IV ctaguto. OTCyTCTBHE NALUEHTOB C
[ crapguel B rpyline ¢ peliujMBOM NOJAYEepPKHUBAET, YTO PACIpOCTPAHEHHOCTD Mpoliecca ABJseTCs
OJIHUM U3 HanboJiee BeCOMbIX IPeJUKTOPOB TepaneBTUYeCKOW Hey/jauu.

[lo rucTosornyeckou CTpyKType npeobsaaZaiv BapuaHThl «HOAYJISAPHbBIN CKJIEpPO3» U «CMe-
IIaHHO-KJIETOUHBIN» — 10 4 cayyas (33,3%) Ha KakAbli. XOTA HOAY/ISPHBIN CKJIEpO3 ABJSAETCA
HauboJiee YacTbIM MOATUIIOM B LieJIOM, CMeIIaHHO-KJIETOYHbIA BApUAHT UCTOPUYECKU aCCOLUU-
pyeTcs c 60Jiee arpeCCUBHBIM TeYEeHUEM, U ero BbICOKas 1014 B rpynne p/p JIX ABiseTca oxuja-
eMol. Bce 6e3 McK/II04YeHUs NalUeHTh] ObLIM CTPAaTUGUIIMPOBAHBI B IPYINbl IPOMEKYTOYHOIO
(58,33%) u BbIcOKOrO pucka (41,67%), uyTo noATBepKJAeT aZleKBAaTHOCTb MEPBUYHOU CTPAaTH-
duKaMy, HO TaKXKe YKa3bIBaeT Ha HEJIOCTATOYHYI0 3P PEKTUBHOCTD CTaHJAPTHOW Tepanuu AJs
3TUX CPYIIIL.

OTBeT Ha Tepanuio 1-M JIMHUU U XapaKTepPUCTHUKA peyuauBoB. HecMoTpsa Ha To, 4yTo 11 u3
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12 nauneHToB (91,67%) nosy4n/iv NOHBIM 3amJlaHMpoBaHHbIN Kypc [1XT, mosiHbIA OTBET Ha Te-
pamnuio nepBOM JIMHUM ObLI JOCTUTHYT JUb y 6 nagueHToB (50%). 3TO KpUTHYECKU BaXKHbIN
nokasareJib. HeBO3MOXXHOCTb JOCTHXKeHHUS MOJIHOM PEMHUCCHUM I0C/Ie UHAYKLIHUOHHOW Tepanuu
ABJISIETCA IJIaBHBIM QaKTOpOM, Npe/pacnosiaraloliuM K JajJbHellleMy pellUiMBY UM Nporpec-
cupoBaHuo. [logaBstoiee 60bIIMHCTBO peliuAnBoB — 10 cay4vaeB (83,33%) — ObLIM paHHUMH,
BO3HUKIIKMMHU B TeYEHHEe IepBOro rojia nocjie OKOHYaHUs JiedeHus. PAHHUHN pellujB CBU/ETeEb-
CTBYET O BbICOKOM CTeleHU XMMHOPE3UCTEHTHOCTU OMYXO0JIEBBIX KJIETOK U AIBJSETCS KpalHe He-
6J1aroNpUATHBIM IPOrHOCTUYECKUM MPU3HAKOM.

9bPeKTUBHOCTb NPOTUBOPELUAUBHON Tepanuu. [loxo/b! K JleyeHUIO B Hallel rpyIe co-
OTBETCTBOBAJIM COBPEMEHHBIM CTaHJapTaM. 9 manueHTaM (75%) ObL1a MpoBeAeHa BbICOKOM0-
3Haa xuMuoTepanuda c nociaeayrouei ayto-TI'CK. HoBble areHTs], Takve kak TapretHas (bpen-
TykcuMab Be1oTHH) U1 UMMyHHas Tepanus (MHru6uTopsl PD-1), nosyynau 4 naguenTa (33,3%).
JlydeBas Tepanus Kak KOMIIOHEHT salvage-pexxuMa Obljla IpYMeHeHa y I0JI0BUHbI NALUEHTOB.

HecMoTps Ha MakCMMaJIbHYI0 HHTeHCUPUKALUIO JIeYeHUs], UCXO/ibl B 3TOU IpyIIie BEICOKOTO
pHCKa OCTAIOTCs Cepbe3HbIM BbI30BOM. /la/ibHellIee MporpeccupoBaHye 3ab60JieBaHus OblLIO 3a-
¢dukcupoBaHo y 6 nauueHToB (50%), B To BpeMs Kak y octaBuuxcs 6 (50%) yaanochb J0OUTbCS
KOHTpPOJIS1 HaZ, 60/1e3HbI0. JTU MOKa3aTesJu COOTBETCTBYIOT pe3y/bTaTaM, yOJUKyeMbIM Befy-
IIUMHU MeXAYHapOoJHbIMU IpyNnaMHu 1o jedeHuto p/p JIX [4].

[Ipy MHTepnpeTaLUU NOJIyYeHHbIX Pe3yJbTaTOB CJlelyeT YYUTbIBATh, YTO JAHHOE UCCIe/0-
BaHUe UMeeT Ps/JL CyleCTBEHHbIX orpaHu4YeHU. [Ipex/ie Bcero, ero peTpocneKTUBHbBIM, OHOLEH-
TPOBOM XapaKTep U MaJiblii 06'beM BbIGOPKH (N=12) OrpaHUYMBAIOT CTATUCTUYECKYIO MOILHOCTb
Y BHELIHIO BaJIMZIHOCTh BBIBO/I0B, HE IO3BOJISAS1 KCKJIIOYMTD BJAUSHUE CJIy4YalHbIX paKTOPOB UJIU
cneyrPUKU Hallero LeHTpa. Kpome Toro, oTcyTCTBUE KOHTPOJIBHOW I'PyNIbI NALIUEHTOB, JOCTHUT-
LIMX CTOMKOU PEMUCCHUH, He TMO3BOJIAeT MPOBECTH MOJHOLEHHbIA CPAaBHUTE/IbHBIM aHA/IU3 /I
60Jiee TOYHOIO OIpe/iesIeHUs] IPOTHOCTUYECKOM 3HAYMMOCTH U3y4aeMbIX GakTOpoB. TeM He Me-
Hee, HAacTosasA paboTa NpejCcTaB/seT COO0M LeHHbIN cpe3 peabHOM KJIMHUYECKOW MPaKTHUKY,
0003HayaeT aKTya/IbHYIO NIPO6JIEMY U MOXKET CJIYKUTb OTIPABHOM TOYKOM /11 60Jiee KPYIHBbIX,
MHOTOLIEHTPOBBIX IPOCHEKTUBHbBIX UCC/IEJOBAHU M.

Bbigoowbi:

1. YacToTa peyuiMBOB U NpOrpeccMpoBaHus JMMPOMbl XO/PKKUHA y JleTell B yCJI0BUSAX Ha-
uiero neHTpa cocrapiseT 17,64%, 4TO CONOCTaBUMO € MEX/AYHAPOAHBIMU MOKa3aTeSAMHU.

2. KiroyeBbIMU paKTOpaMU pUCKa HEOJIAronpUATHOIO UCX0/A B Hallleld KOTOpTe fABJISIOTCSA
MY>KCKOH 1oJ1, pacnpoctpaHeHHad (II-1V) cragus 3ab6osieBaHNsI HA MOMEHT J1€610Ta U MPUHAAJIEXK-
HOCTb K IPOMEXYTOYHOW /BbICOKOM TpyIIe pUCKa.

3. HegocTaTo4yHbIN OTBET Ha Tepaluio NepBOU JIMHUM (OTCYyTCTBUE NOJIHOTO oTBeTa y 50%
NaLMeHTOB) U pa3BUTHe paHHero penuusa (83,33%) ABAAIOTCA BaXKHEUIIMMU NPeAUKTOPaMU
nocJeytoulel TepaneBTUYeCKON HeyJjauH.

4. 3ddeKTHBHOCTb MPOTUBOPELUAMBHON TepalyU B JAHHOW KOTrOpPTE CONMOCTaBUMa C MU-
pOBbIMU AaHHBIMU: y 50% nauueHTOB HAbJI0/1A/10Ch Ja/ibHElIIee TPOrpeccCupoBaHue. ITO MO/-
TBepXK/JaeT, UTo JiedeHHe peluruBoB JIX ocTaeTcsd 0AHOU U3 CaMbIX CJI0XKHBIX 33/ia4 B JIeTCKON
OHKOIeMaTOJIOTUM U JUKTYeT He0OX0JUMOCTb [0MCKa HOBBIX TepaleBTUYECKUX CTpPaTeruu Ajs
yJlydllleHUsl TEKYIUX pe3yJbTaTOB.
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UccnenoBanue BoinosiHeHO B pamkax HTII BR 28713341 nporpaMMHo-LiesieBOro $UHaH-
CUpOBaHUSA OT MUHUCTepCTBa HAyKHU U BbIcllero o6pasoBanusa Pecny6inku KasaxcTtaH Ha TeMy
«Pa3paboTka u BHeJjpeHHEe yCTOMYUBOW MOJEJIU 1eTCKOM OHKOJIOTUYeCKOU MOMOIY Ha OCHOBE
NPelM3MOHHOI0 MOAX0/a B NeJuaTpuiyeckor oHkosorun», AO «HaydyHbIM LieHTp nejuaTpyuu U
JleTCKOUM XUpypruu» (MporpaMMHO-1e1eBOro GUHAHCUPOBAHUSA 10 HAYYHbIM U HAyYHO-TEXHU-
yeckuM nporpammam Ha 2025-2027 roasi).

YUSUPOVA G. A, DINMUKHAMMADIEVA D.R,, YAKHYAYEVA K. Z., KARIMOVA B.N.

MOODLE, LECTURIO, AMBOSS, GOOGLE FORMS, KAHOOT, AND CYBERPATIENT IN MEDICAL
EDUCATION: OPPORTUNITIES AND CHALLENGES

Tashkent state medical university, Tashkent, Uzbekistan

Abstract. The integration of digital platforms in medical education has redefined traditional
learning approaches and introduced dynamic methods for delivering content, assessing student
performance, and developing clinical competencies. This article provides a detailed analysis of six
widely used platforms-Moodle, Lecturio, AMBOSS, Google Forms, Kahoot, and Cyberpatient-eval-
uating their functionalities, advantages, and limitations in the context of medical instruction. Each
platform serves unique roles in theoretical education, formative assessment, or clinical scenario
simulation. The paper highlights how combining these tools enhances student engagement, pro-
motes self-directed learning, and supports competency-based training. Despite the advantages,
challenges such as technological infrastructure, academic integrity, and educator adaptation re-
main critical. The study concludes that a hybrid and goal-oriented use of platforms can significantly
improve teaching quality and learning outcomes in modern medical education.

Introduction. The advent of digital technologies has significantly transformed the structure
and dynamics of education across all domains [1]. In the realm of medical education, online plat-
forms have become indispensable tools for delivering content, fostering engagement, and assessing
student progress [2]. Digital platforms offer medical students and educators access to a wide range
of learning resources, facilitate synchronous and asynchronous learning, and enhance the quality
and objectivity of assessment methods [3]. In this context, integrating tools such as virtual case
simulations, auto-graded quizzes, interactive media, and real-time analytics allows for a more per-
sonalized and competency-based approach to learning.

Objective. This study aims to explore and evaluate the functionality of various digital platforms
used in medical education. Specifically, it analyzes how these tools enhance theoretical learning,
support clinical reasoning development, and address modern educational demands. The study also
identifies existing limitations and suggests recommendations for effective implementation.

Overview of Selected Platforms.

Moodle

Moodle is an open-source learning management system (LMS) that provides a robust frame-
work for course delivery. It supports a variety of features such as quizzes, assignments, discussion
forums, and integrated learning analytics. Moodle’s flexibility in course customization makes it suit-
able for diverse curricular structures. However, its interface can be non-intuitive for new users, and
it requires substantial technical support for optimal functionality.

Lecturio

Lecturio is a comprehensive e-learning platform tailored for medical education. It offers
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high-definition video lectures, spaced repetition quizzes, and learning pathways mapped to exams
like the USMLE. Students benefit from its structured modules and visual aids. Nevertheless, its con-
tent is primarily in English, limiting accessibility for non-English-speaking users. Additionally, in-
structors have restricted capacity to modify or create content within the platform.

AMBOSS

AMBOSS is a knowledge platform focused on medical exam preparation and clinical practice.
It combines an extensive question bank with concise articles and interactive diagrams. Its standout
feature is the in-text overlay explanations, enhancing contextual learning. Despite its strengths, AM-
BOSS is cost-intensive and may not align with localized medical curricula. Its interface is entirely in
English, posing challenges in non-Anglophone regions.

Kahoot

Kahoot is a game-based learning tool that facilitates real-time quizzes and polls. It boosts en-
gagement and motivation through competition and immediate feedback. Educators frequently use
Kahoot to reinforce concepts and assess baseline understanding in a dynamic format. However, it is
better suited for informal or formative assessments and lacks capabilities for in-depth analytics or
long-term progress tracking.

Google Forms

Google Forms offers a simple, accessible solution for creating surveys, tests, and feedback tools.
It enables automatic grading, data export, and integration with other Google services. Its prima-
ry advantages are ease of use and universal accessibility. Nonetheless, it lacks the comprehensive
functionalities of a dedicated LMS and may not meet the security and scalability needs of formal
assessments.

Cyberpatient

Cyberpatient provides an immersive clinical training environment through virtual patient
scenarios. Students interact with digital cases, make diagnostic decisions, and observe simulated
consequences of their actions. This platform supports the development of clinical judgment in a
low-risk setting. However, it requires stable internet access, and its subscription-based model can
limit its widespread adoption. The content scope is currently limited in foundational sciences.

Discussion. Integrating multiple digital platforms allows for a hybrid model that addresses var-
ious learning needs in medical education. For theoretical instruction, platforms like Moodle and
Lecturio offer structured and scalable content delivery. For developing clinical competencies, Cy-
berpatient and AMBOSS simulate real-life decision-making environments. Interactive platforms
such as Kahoot and Google Forms are effective for reinforcing knowledge and providing immediate
formative feedback. Despite these benefits, digital education also poses challenges. Educators must
ensure academic integrity in online environments, manage increased technical demands, and adapt
teaching strategies to fully leverage digital tools. Furthermore, digital fatigue and inequity in inter-
net access can create disparities in learning outcomes.

Conclusion. The strategic use of digital platforms in medical education presents significant po-
tential for enhancing both teaching efficiency and student outcomes. By combining diverse tools
aligned with specific educational goals, institutions can create flexible, responsive, and student-cen-
tered learning environments. As digital integration deepens, ongoing evaluation and adaptation
will be essential to address technical, pedagogical, and ethical challenges.

References:

1. Ellaway, R, & Masters, K. (2008). AMEE Guide 32: e-Learning in medical education Part 1:
Learning, teaching and assessment. Medical Teacher, 30(5), 455-473.

2. uiz, J. G., Mintzer, M. ]., & Leipzig, R. M. (2006). The impact of e-learning in medical education.
Academic Medicine, 81(3), 207-212.

3. Cook, D. A, & Triola, M. M. (2014). Virtual patients: A critical literature review and proposed next
steps. Medical Education, 43(4), 303-311.



ANS 3anucen



ONnsa 3anucen



ANS 3anucen









