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OPUTMHAJIbHAA CTATbA

Puc. 7. Knunuueckuit ciayvail 2. Y3-kapTuHa, MNpoOJoJbHast
IJIOCKOCTh CKaHupoBaHus. O0JIaCcTh IIPaBbIX OTAEIOB OPIOLIHOM
TTOJIOCTH.

Fig. 7. Case report 2. Ultrasound image, longitudinal plane of
scanning. Right part area of the abdominal cavity.

JIETCKOTO 9HAOKPUHOJIOTA B TIJIAaHE CBOEBPEMEHHOE Haya-
JIO 3aMECTUTEIbHOM TOPMOHAJIBHOM TepalMu B BO3PaCTe
10—11 neT ¢ uenbo MHAYKLMU nydeprata. Takxke mokasza-
Ha KOHCYJIbTallMsl MaTepu U peOEHKa pernpoayKTOJOromM
C OIPEAEJIEHMEM BO3MOXHOTO JOHOPA SINLIEKIJIETKU, OTITU-
MaJIbHBIX CPOKOB 3a00pa Marepuaia JJjisl peaiu3aluu pe-
MPOAYKTUBHON (DYHKIIMU MALIMEHTKON B MTOCIEIYIOIIEM.

Onucanne KIMHAYECKOTO Caydasi 2

IMammentka K., 19 cyT Xu3HM, ¢ mpeHATaIbHO IHAr-
HOCTUPOBAHHBIM BPOXIEHHBIM ITOPOKOM Pa3BUTHUS TIJI01A
1o gaHHbIM Y3U B 35—36 Hen 6epeMeHHOCTHU (KICTa SIMY-
HUKa? 9HTepoKUcTa?).

N3 anamue3a: OepeMEHHOCTh MaTepu IIepBasi, CaMoO-
MPOU3BOJIbHASI, MHOTOIIOAHAs, TTpoTeKana Ha (poHe Oak-
TepUaJIbHOIO BarmHO3a M HETOKCHMYECKOro Auddy3HOTro
300a IMTOBUAHON kene3bl B I TpumecTpe, Xenaezonedu-
LIUTHOI aHEeMWU CPETHEI CTeIeHU, OTEKOB OepeMEeHHBIX
1 000CTpeHUsl rectalimoHHoro nuenoHedpura B 111 Tpu-
MecTpe, B CBS3U ¢ 4eM B 35—36 Hel GepeMeHHOCTH TIPO-
BOIWJIUCH CTAllMOHAPHOE JICUCHUE U aHTUOaKTepualbHas
Tepanusi. B cpoku 35—36 Hen y mioga OMarHOCTUPOBAH
BPOXIEHHBIN IMTOPOK pa3BUTHS MO JaHHBIM Y3U — 00bEM-
Hoe oOpa3oBaHUe OPIOIIHON MOJOCTU. PeOEHOK poXaeéH
OT 1-X mpexaeBpeMEeHHBIX OIEepPaTUBHBIX POIOB B 36 Hex
6 mHel MyTéM omepalii KecapeBa CEUYeHUST B 9KCTPEHHOM
TOPSIIKE B CBSI3W C Ta30BBIM IIpeIJIeKaHWEM 1-ro Tioma
U CaMOITPOM3BOJIbHO HayaBLIEHCS POOOBOIN AESTEIbHO-
CThIO; 1-11 peOEHOK U3 IMXOpUATBbHOM, TMAMHUOTUYECKOI
nBoiiHU. OKOJIOIJIOAHBIE BOABI MEKOHHadbHbIe. Macca
Tena npu poxneHnu 2840 T, mmmHa Tena 49 cM, OlleHKa
no mkane Anrap 7/8 6amnoB. CocTtosiHue pebEHKa mociie
POMOB CpelHelN CTeNeHM TIXKECTU 3a CUET HeJOHOILEHHO-
cru. [lepeHecna B paHHEM HEOHATaJIbHOM I€PUOAE BHYT-
puyTpoOHYIO MH(EKIMIO 6€3 YETKOro ovara JoKaJau3aluuu,
HaXoIWJIach Ha CTAallMOHAPHOM JIEYCHUH B O0JIACTHOM JeT-
CKOM KJIMHUYECKOI OOJbHULIE IO MECTY KUTEJIbCTBA.

Oobcaenoanne. Ilo manHeiM Y3U mocie poxiaeHUs
B TPaBbIX OTAEIaX OPIOIIHONM TOJIOCTU BU3YaJTU3UPYyETCsI
KHCTO3HOEe obpaszoBaHMe 59 X 40 X 4] MM (KucTa sSU4-
Huka? sHTepokucrta?). [Ipn ocMoTpe B HIKHMX OTAENIaX
OpPIOIIHOM TIOJIOCTH CITpaBa MaIbIIATOPHO OIIPEIEIsSIeTCS
OKpYyTJIoe 0O0pa3oBaHKe 10 6 CM B TUaMeTpPe, MITKO3JIaCTH -
YECKOW KOHCUCTEHIIMU, IOIABMXKHOE, 0e300Je3HEHHOE,
CHMIITOMBI pa3apakeHus OPIOIIMHBI OTPUIIATEIbHBIC.

[ManreHTKa KOHCYJIBTUPOBaHA THHEKOJIOTOM, BBICTAB-
JIEH TIpeIBapUTENbHBIM KIMHUYECKUN TUarHo3: KHCTa
MPaBoOro SMYHUKA, IJIs1 JOOOCIeNOBaHUSI PEKOMEHIOBAHO
nposeaeHue Y3 OBII.

Status genitalis: HapyXHBIC ITOJIOBBIC OpPTaHbI Pa3BUTHI
MPaBWIBHO, TI0 XeHCKOMY TuITy. BoJbiive moioBbie TYObI
He TMOJHOCTBIO MPUKPBIBAIOT Majible. Kiutop He rurnepTpo-
¢uposaH. KoxXHBII MTOKPOB U CIM3KUCTAs B 007aCTH HAPYXK-
HBIX TTOJIOBBIX OPTaHOB (DM3UOIOTUICCKON OKPACKH, HE W3-
MeHEeHbI. [ MMeH 06axpoMyaThlii, cilerka 3CTPOreHU3MPOBAH
(TrosToBOIt Kpu3), Ha 6 yacax yCJIOBHOTO HudepodaTa — BbI-
POCT IEBCTBEHHOI TUIEBHI JNTMHOMU 10 5 MM (TTOJIUI TUMEHA).
Boineennit n3 moJIoBBIX IMyTeil HeT. OTMedaeTcsT Harpyoa-
HUEe MOJIOUYHBIX XeJie3 (rosioBoit Kpu3). Ctaausl MOJOBOrO
pasuTtus 1o Tanner 2 (B2 Pbl Me abs). Ha 19-¢ cyTku xus3-
HU 1ipu KoHTposibHOM Y3M OBII mexmeTrenbHo B TIpaBbIX
OTeNIaX OPIONIHON ITOJOCTU BHU3YaIM3UPYETCs] KMCTO3HOE
00pa3oBaHKe pa3sMepOM OK0JI0 61 X 42 X 45 mm, aBacKyJisIp-
HOE TP 1LIBETOBOM NOMIUIEPOBCKOM KapTHPOBAHUU, C He-
OIHOPOIHBIM TUIIEPIXOTEHHBIM COICPKMMBIM B TIPOCBETE,
B TIPaBOI MOAB3IOIIHON OOJIACTH OIpEeAesIIeTCsS He3HAUM -
TEeJIbHOE KOJIMYECTBO CBOOOMHOM XUAKOCTH, TMEeTIA KUIITKU
He pacllvpeHbl, MepucTaIbTUKa perucTpupyeTcs (puc. 7).

JuddepenmanbHplii TMArHO3 ObLT TPOBEAEH MEXIY
KHACTOM SIMYHWKA, SHTEPOKHCTOM, 00pa30BaHUEM MOYE-
BblAeAUTENbHOU cucteMbl. [1poBenénHoe Y3 OBII no-
3BOJIMJIO YTOYHUTD TUArHO3 O OTEepalMi U MTOATBEPAMTD
€ro MHTPaoIepPaIOHHO.

Jleyenne. [TokazaHneMm K omnepaiuyl IBUJIOCHh HAJTUIMe
00BEMHOIO 00pa30BaHUS OPIONIHOW MOJIOCTU OOJIBIIUX
pa3mepoB (0ojiee 4 ¢cM B IMaMeTpe), JOCTYM JarnapocKo-
nyeckuii. [Tpu peBusun OMT ycTaHOBJIEHO, UTO TIpaBbie
[1M nipencraBieHbl 00pa3oBaHUEM OKOJIO 6 CM B AUAMET-
pe, TEMHO-KOPUYHEBOTO 1IBeTa C IpM3HAKaMM HEKpPO3a,
TKaHb IMYHUKA HE OIpPEAe/sIeTCsI, BU3YalIM3UPYETCs] TOH-
KU TIepeKpyUYEeHHBIH TSK K YIJTY [IPaBOil MAaTOYHOM TPYObI
(puc. 8). MHTpaomnepallmoHHO MTUAarHOCTMPOBAH aHTEHA-
TajbHbIN nepekpyT [1M cripasa.

IIM cnpaBa ynaneHbl. OnepailMOHHbIA MaTepuaa OT-
MpaBJIeH Ha TaTOMOPMOJOrMUYeCKOe TMarHOCTUYECKOE UC-
cnenoBaHue (puc. 9).

ITatomopdonornyeckoe uccienoBanue: BO (hJaKoOHE
OIIHO TIOJIOCTHOE 00pa3oBaHMe pasmepoM 6 X 4 X 4.5 cm
¢ ¢GparMeHTOM MaTOYHON TPYyOblI, MOBEPXHOCTb CEpOBa-
TO-KOpHUYHeBOro 1BeTta. HapyxkHasi cTeHKa oOpa3oBaHMS
MIpeICcTaBlIcHAa TOHKUM CIIOeM Hapy>KHOU TeKU C CIMHUY-
HBIMH TTPUMOPINATBLHEIMU (hOJTUKYIaMU. BHYTpeHHSIS Te-
Ka U COAEPKUMMOE TOJIOCTHU MPeACTaBAeHbl HEKPOTUYECKU -
MM MaccaMU ¢ yJacTKaMM netpudukanu. MaTodHas Tpy-
0a B COCTOSTHUM HeKpo3a ¢ T Py3HBIMHI KaJIbIIMHATAMI.
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3aKkiToueHNe: HeompeneaEHHbIE KUCTHI
C HEKPO30M, 0UaroBoii neTpudukamnmei.

JIuaamuka m ucxompl. IlociacomepallMOHHBIN TIEPUOL
MPOTEKaJI YIOBJIETBOPUTEBbHO. KIMHWYECKWIA pe3ysibTar
JIEYEHUSI JOCTUTHYT B OJTHOM 00bEéMe, peOEHOK BhIITMCAH
JIOMOIi Ha 5-€ mocyieonepaluoOHHbIE CYTKHU.

IIporno3. PexomeHaoBaHO HaOJIOAEHUE TMeauarpa,
JIETCKOTO XMpPypra, TUHEKOJIOTA, JIETCKOTO SHIOKPHUHO-
JIoTa MO MECTY XKUTEeNbCTBa, KOHTpoJab Y3 OMT uepe3s
1 Mec TTocJie oTrepaTUBHOTO JieueHNsI. BBy MMerommxcst
SIBJICHUI TOJIOBOTO Kpu3a (HarpyoaHue MOJIOYHBIX XKeJE3,
JIETKasl 3CTPOTCHU3ALMS HAPYKHBIX ITOJIOBBIX OPTaHOB)
M TOJUIa TMMEHa HeoO0XOAMMO AMHaAMuYeckoe HabJto-
IeHEe THHEKOJIOTOM IT0 MECTY XKUTEJIbCTBA, B TNTAHOBOM
MOpSIIKE MOKAa3aHO MPOBEACHUE OBApUOINEKCUM KOHTP-
ajaTepajJbHOTO SIMYHUKA JUISI COXpaHEHUSI PElpomyK-
TUBHOW (PYHKUMW W HUBEJIMPOBAHUS PUCKa TEepeKpyTa
JeBbix [IM.

SANYHUKOB

Oo0cyxnenne

AHTeHatanbHbl niepekpyT [IM — penkoe, HO MOTEH-
LIMAJIbHO YIpoXarllee PernpoayKTUBHOMY 3I0POBBIO CO-
CTOSTHHE, KOTOpoe yaie nuarHoctupyetcs B 111 rpumecTpe
oepeMeHHocTH [1]. HecMoTps Ha mupokoe pacnpocTpaHe-
HUE MpeHaTaIbHON Y 3-IMarHOCTUKH, TOCTOBEPHBIX 3XO-
rpacdryeckux Mpu3HaKoB Iepekpyra I[IM He BBISIBICHO,
a BOTIPOCHI JICUeOHOM TAKTUKM TTPU BHISIBIICHUN KMCTO3HBIX
obpazoBanuii I[IM moma ocTarOTCS AMCKYCCHOHHBIMU.
I'pamoTHas nperpaBuaapHas MoAroToBKa Matepeil u Y31
B OIWHAMUKE HOBOPOXICHHBIM C BBISIBICHHBIMH KHCTO3-
HBIMM 00pa30BaHUSIMU HEOOXOIMMBI JIJIsI CBOEBPEMEHHOI
JIMAarHOCTUKY aHTEHATAJIBHOTO TIepeKpyTa MPUIATKOB MaT-
ku. IToctaHoBKa OepeMeHHOM Ha y4€T B peKOMEHIOBaH-
HBII CPOK U peryJIsipHbIe KOHCYJIBTAIIMU C BPauyoOM aKyIIle-
POM-THHEKOJIOTOM ITO3BOJISIIOT MapllIpyTU3MPOBaTh HOBO-
POXIEHHOTO C KMCTAaMU SIMYHUKA B CIICIMAIN3POBAHHBIN
XUPYPTrUYEeCKUil CTalMOHAp M BBINOJHUTH OMEpPaTUBHOE
JIe9eHNe 110 ITOKa3aHUSIM B HanboIee KOpOTKHE CPOKH. Ta-
KUM 00pa3oM MOXHO M30eXaTh OCJIOKHEHUI BBUIY Tepe-
kpyta I[IM ¢ Hekposom. [lpu mIMTENIbHO CYILIECTBYIOILEM
nepekpyre IIM ¢ HEKpo30M BBICOK PUCK OCIIOXHEHUI,
TakMX Kak Tpom003bl [11, 15], nH(pEKIMOHHO-BOCITAIN-
TEJIBHBIN TIPOIIECC, YaCTUYHAs (TIPU OTHOCTOPOHHEM TIepe-
kpyte I[IM ¢ Hekpo3oM) win noHas (IIpy IBYCTOPOHHEM
BOBJICUEHUH) yTpaTa PernpoayKTUBHOM dyHkumu [16, 17].
Crnenmyer OTMETUTh, YTO OCOOEHHO MaJio CBEAECHUI O JBY-
CTOpOHHUX (hopMax Trepekpyta [TM, KoTopble ITPOTEKAIOT
C AaTUTNTUYHON KIMHUYECKON KapTUHOI U TpeOYIOT UHAUBU-
JIyaJIbHOM TaKTUKH XUPYPIUIECKOTO JieueHud [14].

3akJnouenue

VYxazaHHBIC (DOPMBI aHTCHATAJIBLHOM ITaTOJIOTWU Tpe-
OyI0T 0cO00ro BHUMAaHUS U KOMITJIEKCHOTO TOJAX0/Aa, IMOo-
CKOJIbKY OTCYTCTBME CBOEBPEMEHHOIO BMeENIaTeIhCTBA
MOXET MPUBECTU K CEPbE3HBIM OCIOXHEHMSIM, BKIIIOYAsT
TOTEPIO0 PENPONyKTUBHON (PyHKIuU. HecMoTpss Ha pem-
KOCTb BBISIBIIEHMsI, HEOOXOAMMa BBICOKAsi HACTOPOXKEH-
HOCTB CO CTOPOHBI CITEITUATTNCTOB Y 3-TMaTrHOCTUKH, YTOOBI
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Puc. 8. Kimmanyeckwuii ciryyait 2. UHTpaomnepalioHHas KapTUHa.

B oGnacTtu npaBbIx pUAATKOB onpenesieTcss 00bEMHOE 00pa3o-
BaHUE C MPU3HAKAMM HEKPO3a.

Fig. 8. Case report 2. Intraoperative image.

A mass with signs of necrosis is identified in the right adnexal
region.

Puc. 9. Kimuauueckuit ciydaii 2. MaKpocKOTUYECKUiI BUIT
yaaa€éHHbIX MpaBbix [TM.

Fig. 9. Case report 2. Gross specimen of the removed right uterine
adnexa.

CBOEBPEMEHHO BBISIBUTB 3T (DOPMBI ITATOJIOTUH. DTO 00ec-
TEYUT BO3MOXHOCTb ISl TPeHATAIbHOTO KOHCYTbTUPOBA-
HUSI CTIETUATUCTAMU MYJIbTUIMCHUIUIMHAPHONW KOMAaHIIbI:
JNETCKUM XUPYPTOM, aKylIEPOM-TUHEKOJIOIOM M THHEKO-
JIOTOM [IETCKOTO M IOHOIIECKOr0 BO3pacTta, YTo KpaiiHe
BaXKHO JIJIST TUTAHUPOBAHUS POAOPA3PEIICHUST B YCIOBUSIX
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OPUTMHAJIbHAA CTATbA

aKyIIepCKOTo CTallOHapa 3-TO YPOBHS WM MOCJEAYIOIICH
MapupyTuzauuy mainueHToK. CBOeBpeMEHHOE BbISIBIIE-
HUe Tpeapacnoaraloimx (GpakTopoB MpU MpeHaTaJbHOM
V3U 1 HaCTOPOXKXEHHOCTh CIEeLUATUCTOB MO3BOJISIIOT 3a-
MOO03PUTh OCIOXHEHHBIE (POPMBI KUCTO3HBIX 00pa3oBa-
HUI 1 CBOEBPEMEHHO BBIMIOJIHUTD OMEPaTUBHOE JIeUCHUE.
Bribop namapockonmuueckoro AOCTymna Ipu KUCTaX SIM4-
HHUKa W UX TEePEKPyTe Y HOBOPOXIEHHBIX SBJISICTCS 30J10-
TBIM CTaHIAPTOM XHUPYprudeckoro jedeHus. [TomrydeHHBIC
JAHHBIE MOTYT CJIYXXWTh OCHOBOW JJI pa3pabOTKU YETKUX
aJITOPUTMOB BeIEHUSI HOBOPOXIEHHBIX C JAHHOM MaToJI0-
TUeii, YTO MO3BOJUT ONTUMU3HUPOBATH UX JIEUEHUE U COXpa-
HUTb PENPOAYKTUBHOE 310POBbE MALIMEHTOK.

BbaarogapHocTb.

ABTOpBI  BBIpaXKalOT TMPU3HATEIIb-

HOCTb 3a IOJATOTOBKY KJIMHUYECKMX HAHHBIX MAllMEHTOB
1 MHTpaoIlepallMOHHBIX (poTorpaduii JETCKUM XUpypram
N.B. Kapnyre u @.C. [TunosH.
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TopakockonuyecKkoe JiedeHne SMIUEMbI IJIEeBPbI Y IeTeil: 3HAYMMOCTh OMOMapKepoB
B IIPOTHO3UPOBAHUH HCXOJI0B

TamkeHTCKUI rocyaapcTBEHHbBII MEAUILIMHCKUY YHUBepcuTeT, TamkeHT, Pecnyonuka Y30ekucTaH

Pe3iome

BBenenne. DvmmnuemMa ruieBpbl (DI1) y neteit saBisieTcst coxHoU opMoii maronoruu. HecMoTpst Ha KITMHUYECKUE YCTIEXH,
OCTAIOTCS aKTYaJIbHBIMU 3a1a41 MHAWBUAYAJIbHOM OLIEHKY TSKECTU TeUEHMS U MPOTHO3MPOBAaHMS UCXOAOB y aeTeit ¢ DI1.
B 371011 cBSI31 0c000€ 3HAYEHUE TPUOOPETAIOT OMOMAapKEPhI, OTPaXKaroIIe MHTEHCUBHOCTb CUCTEMHOTO BOCTIAJICHUS U 1N -
HaMUKY pEeKOHBaJIeCLIEHIINK Y feTeil. KonmnmuyecTBeHHBbIN aHaIN3 U3MEHEHUI COAEPKAHUS STUX OMOJOTMYECKN aKTUBHBIX
COCIMHEHUI TTO3BOJISICT BBISIBISITH OOJIBHBIX C BBICOKM PUCKOM OCJIOKHEHUWI, TTPOTHO3UPOBATh TUHAMUKY BOCCTAHOBJIC-
HUS U ONITUMHU3UPOBATh TAKTUKY JieueHUs. 1leb: onpenenTh KITMHIIECKYI0 3 (MEKTUBHOCTh TOPAKOCKOITMYECKOTO Jieye-
Hug DIl y neteit 1 3HAYUMOCTb OOMapKEPOB B TPOTHO3MPOBAHNUN KIIMHUYECKUX MCXOMIOB.

Marepuaisl 1 Metoabl. OGcienoBaHo 126 mereit B Bo3pacte oT 1 mo 17 siet ¢ auarHo3om octpoii DI, KoTopbie MPOXOmu-
JIM cTallMOHapHoe JedyeHre. bosibHble ObUIM pacrpene/ieHbl Ha JABe TPYIIIbl: OCHOBHYIO cocTaBuiu 65 (51,6%) neteii, Ko-
TOPBIM Ha paHHEM 3Talle BbINOJIHSJIOCh BUIEOTOPAKOCKOMMYECKOE BMEIIATENbCTBO, B IPYIINY CPaBHEHMS ObLT BKIIOUEH
61 (48,4%) 6onbHOI, TOTyyaBIIMii tedeHre DI1 6e3 TopakocKonuu. Y Bcex 00IbHBIX ONPEIeIsiii KOHIIEHTpauu OroMap-
KEpOB B KPOBU: JI0 OTMEepaLvu, yepe3 24 4 1ocie BMeIIaTeIbCTBa M Ha 3-1 CYTKHM TTOCJIe onepalnu. KonndyecTBeHHBI aHAIN3
KaTeX0JIAMMHOB (aJipeHaJIMH, HOPaIPEHAINH) BBIITOJHSUIM METOIOM BBICOKO3(D(HEKTUBHOM XKXKUIKOCTHOI XpoMaTorpaduu.
ConepxxaHue KOpTU30Jja, IUTOKMHOB, JakTata, C-peakKTMBHOTO OeJiKa M MPOKaJIbIIMTOHWHA OTPeNes s UMMYHOXUMUYE-
CKUMU MeTofamu. Bce moyyeHHble JTaHHBIe 00pabOTaHbl CTATUCTUYECKU.

Pesyabratel. ¥ neteii ¢ DI1 conepkaHune KOpTU30Ja, aipeHaJHa U HOpaJpeHalHa B KPOBU OBLIO CYIIECTBEHHO YBEJINYCHO
110 CPaBHEHMUIO C YPOBHSIMU Y OOJIbHBIX IPYIIIbI CPABHEHMS. Y POBEHb MPOKAJIBLIMTOHUHA Y 00JIbHBIX OCHOBHOM TPYIIITHI ObLIT
yBeJIMUEH OoJiee yeM B 3,5 pa3a, UTo yKas3blBaeT Ha TeUEHUE TSKENON OakTepuaibHON MH(p ek, KoHlleHTpaluym HUTOKM -
HOB (MHTEPJIEHKNHOB-6, -10 1 pakTOpa HEKPO3a OIMYXOJIK-0.) B KpoBH neTeii ¢ DIT TakKe ObIJIM 3HAYMTEILHO YBEJIUYEHBI,
YTO OTpakaeT TeUEHNE aKTUBHOTO BOCIIAJIUTEIBHOTO TIpoliecca. Y OOJbHBIX OCHOBHOI TPYIIITHI IOCJIE BHITIOJTHEHUST paHHEH
BUIEOTOPAKOCKOIIMY BHISIBJICHO MEHbIIIEE TTOBBIIIICHNE YPOBHE 6MOMapKepoB BOCITAJICHUS B KPOBU, YTO CBUIIETEIILCTBYET
00 3(h(HeKTMBHOM BOCCTAHOBJIEHUH TTOC/IE oriepalri. MOHUTOPUHT MU3MEHEHUIT 3TUX OMOMapKePOB IMPU KOMIUJIEKCHOM Te-
panuu D11 y neTeii Mo3BOJMI ONTUMU3UPOBATH JIEYEHUE U YIYULIUTh KIMHUYecKue ucxoanl DI1.

3akmouenune. OnpenesaeHa HEOOXOIUMOCTb PAHHETO MPUMEHEHMST BUIEOTOPAKOCKOMMYECKOTO BMEIIaTeIbCTBA U UCTTONb-
30BaHMS OMOMapKePOB KaK 3HAYMMbBIX KPUTEPHEB ONTUMM3ALINY JiedeHUs aeTeii ¢ DI1.

KiroueBsie ciioBa: 6emu; amnuema naespovl, KamexoaamuHsl, NPOKANbUUMOHUH, uHmepﬂeﬁKqut; mopaxkocKkonuveckue emeua-
meavcmea, 3d)d)ekmueﬁocmb NeYeHuA
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Thoracoscopic treatment of pleural empyema in children: the importance of biomarkers
in predicting outcomes

Tashkent State Medical University, Tashkent, Uzbekistan

Summary

Introduction. Pleural empyema in children is a complex form of pathology. Despite the clinical successes, the tasks of
individually assessing the severity of the course and predicting outcomes in children with pleural empyema remain relevant.
In this regard, biomarkers reflecting the intensity of systemic inflammation and the course of convalescence in children are of
particular importance. Quantitative analysis of changes in the content of these biologically active compounds makes it possible
to identify patients with a high risk of complications, predict recovery course and optimize treatment tactics. Aim: to determine
both the clinical efficacy of thoracoscopic treatment of pleural empyema in children and the importance of biomarkers in
predicting clinical outcomes.
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Materials and methods. There were examined 126 children aged 1 to 17 years with a diagnosis of acute pleural empyema who
underwent inpatient treatment. The patients were divided into two groups: the main group consisted of 65 children (51.6%)
who underwent video thoracoscopic intervention at an early stage, the comparison group included 61 patients (48.4%) who
received treatment for pleural empyema without early thoracoscopy. The concentrations of biomarkers in the blood were
determined in all patients: before surgery, 24 hours after the intervention, and on the 3" day after surgery. Quantitative analysis
of catecholamines (epinephrine, norepinephrine) was performed by high performance liquid chromatography (HPLC).
The levels of cortisol, cytokines, lactate, C-reactive protein, and procalcitonin were determined by immunochemical methods.
All the received data has been processed statistically.

Results. In children with pleural empyema, the blood levels of cortisol, adrenaline, and norepinephrine were significantly
increased compared with the levels in the comparison group. The level of procalcitonin in the patients of the main group
was increased by more than 3.5 times, which indicates the course of a severe bacterial infection. The blood concentrations
of cytokines: interleukins-6, -10 and tumor necrosis factor in children with pleural empyema were also significantly
increased, reflecting the course of the active inflammatory process. In patients of the main group, after performing an early
video thoracoscopy, the detected lower increase in blood levels of inflammatory biomarkers indicates to effective recovery.
Monitoring of changes in these biomarkers made it possible to optimize treatment and improve the prognosis of the disease.
Conclusion. The necessity of early thoracoscopic intervention and the use of biomarkers as significant criteria for optimizing
the treatment of children with pleural empyema has been determined.

Keywords: children; pleural empyema; catecholamines; procalcitonin; interleukins; thoracoscopic interventions, treatment
efficacy
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Beenenue

OmrmeMa 1ieBphl (DI1) y meteil IBISIETCS TSKETBIM
OCJIOKHEHHEM JAeCTPYKTUBHOM ITHEBMOHWHU, KOTOPOE JITH -
TEJIbHO MPOTEKAET, MOXET IIPUBOIUTDH K TOCIIUTAIA3AIINI
¥ BBIpAKCHHBIM HapyIIeHUSIM (DYHKIIMOHAJIEHOTO COCTO-
aHus1 pecriuparopHoii cuctembl [1-3]. B 90% cnyuaes
BI1 y meTeif BOZHUKAET KaK OCJIOKHEHUE 0aKTepHUaIbHOM
MHEBMOHUM. TUMUYHBIE BO30YAUTEIN 3a00I€BaHus B Ie-
IraTpudecKkoi nmpaktuke: Haemophilus influenzae tTnma B,
Streptococcus pneumoniae, Staphylococcus aureus [4—7T].
Pa3Butuio TrHOMHO-AECTPYKTUBHBIX OCJIOXHEHUM CITO-
COOCTBYIOT CHIDKEHIE MMMYHUTETA, TIO3IHEE HAYAIO0 VTN
HEMpaBWIbHbII MOA00pP aHTUOMOTUKOTEPANIUU, UH(PUILI-
poBaHNE BBICOKOBUPYJICHTHBIMU INTaMMaMH OaKTCPUIA.
PaszButue DIl HaumHaeTcsl ¢ BOCHANUTENIbHON peakilyuu
W TIOBBIIICHUST TTPOHMUIIAEMOCTH KaITWJUISIPOB, YTO CIIO-
COOCTBYET BBIXOIY KMIKOM YacTH KPOBH B IIICBPATILHYIO
MoJjiocTh. B aKccynare mpucyTcTBYIOT OaKTepUM, KOTOPhIS
AKTUBHO Pa3MHOXKAIOTCS 1 BBI3BEIBAIOT COOTBETCTBYIOIIECE
TOBBIILIEHWE YPOBHsS JelikouuToB. Korma KojaumyecTBo
JICUKOIIUTOB ITOCTUTAaeT KPUTHMYECKOM MacChl, 3KCCydaT
CTAHOBUTCS TYCTBIM W MYTHBIM, IIpUOOpETaeT KENTHIA
WIN 3eJIeHOBaThIii OTTeHOK. Pe3opOiust skccynara yepes
IJIEBPY HEBO3MOXKHA, TTO3TOMY ITPY HAKOITJICHUY OOJIBIIO-
ro o0b&Ma XKUAKOCTU MPOUCXOAUT MPOPHIB THOSI B OPOH-
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XUaJIbHOE JEPEBO UM HApPYXKy yepe3 IpyaHYIO0 CTEHKY [8].
I'HOIIHO-IECTPYKTUBHBIN MPOLIECC COMPOBOXIAETCS CHU-
XKeHreM (UOPUHOIUTUIECKONH AaKTUBHOCTU. ODTO CIIO-
COOCTBYET Mepexoy 3KcCyIaTUBHON (hopMbl BOCTIATIEHUSI
B ITpondepaTUBHYIO.

Boiaensior 3 cranuu 60yie3HU:

* JKCCyIaTUBHAsI KaK HavyajJbHBIN nepuon DI1 y ne-
TE€W, KOTOPBI XapaKTepU3yeTCsl CKOIUJIEHUEM WH-
(bummmpoBaHHOTO 2KCCyaaTa B MOJIOCTU IUIEBPHI;

* (pMOPUHO3HO-THOMHAs paccMaTpUBaeTCs KaK pas-
BEpHYyTasl cTaausl 0OJIE3HU, KOTOpasl MPOSIBISICTCS
OOJIBIIIMMU CKOTUICHUSIMU THOSI U (hOpMUPOBAHU-
eM (prOpHMHOBBIX BOJIOKOH B ITOJIOCTH TLJIEBPHI, IIPU
3TOM 00Pa3yIOTCS PBIXJIbIE CPAILICHUS MEXKAY JTUCT-
KaMU TJIEBPBl U (DOPMUPYIOTCS KapMaHbl ¢ THOM-
HBIM COOCPKUMBIM;

e CcTamus opraHu3anuu sBisieTcs (a3oil 00Je3HHU,
IUIST KOTOPOI XapaKTEpHbI MPOYHBIE ILIEBPab-
Hble cnaiiku U pyOlbl, 3aTpyAHEHUs MpPU pac-
MpaBJICHUM JIETKOTO BO Bpems Broxa. Ha aroit
CTaIUU TAKXKe IMPUCYTCTBYIOT CKOIUJIEHUS THOS,
OTTpaHUYEHHBIE COENMHUTEIbHOTKAHHON Karl-
cynoii [9, 10].

HecMoTpsi Ha mocTuxKeHUsI, JieYeHUEe OCIOXHEHHBIX
dopm DI y nmereii mo-mpexxHeMy BbI3BIBAET TPYIHOCTH,
0COOEHHO B onpeaeseHuM 3(h(MEKTUBHOCTU JeUYESHUSI, OIl-
TUMAaJIbHOTO BpeEMEHU U MeToa BMemaTenbeTna [10, 11].


https://doi.org/10.46563-1-2026-32-37
https://elibrary.ru/zjhmgi
mailto:fayziev.otabek@mail.ru
https://orcid.org/0000-0003-0847-3585
https://orcid.org/0000-0002-6387-574X

Poccuncknin negnatpuyecknia >kypHan umeHun M.A. CtygeHnknHa. 2026; 1(1)

3 doi: https://doi.org/10.46563-1-2026-32-37

OPUTMHAJIbHAA CTATbA

BuneoaccuctpoBaHHass TOPaKOCKOIMMUYECKas XHUPYp-
rust (BTX) crana ogHUM M3 YacTO MCIIOIb3YeMbIX METO-
JIOB XHUpypruyeckoro jedeHust DI1 Omaromapst cBoeil Mu-
HUMAaJIbHO WHBA3WMBHOI TIPUpPOIE M OJArOMPUSATHBIM pe-
gynbrataM. BTX sBisercs 6e3omacHbiM U 3(PHEKTUBHBIM
XUPYPrudecKuM MeToAoM npu aeTckoit DI, He mommaio-
meiicss MeauKaMeHTO3HOMY JiedeHuio [12—14]. Pannee
BMEIIATEJICTBO CBSI3aHO C OJIATONIPUSTHBIM BBI3IOPOB-
JICHUEM, MUHUMAJIbHBIMU OCJIOXHEHUSIMU U XOPOIIMMU
oTnal€HHbIMU pe3yabraTamu. BTX ciemnyer paccMmarpu-
BaThb KaK OCHOBHOU xupypruyeckuii nmoaxon npu DI II
u 11l craguii y nereii [15—17]. Topakockonmuyeckasi Xupyp-
IUsl 3apeKOMeHOOoBaMa cebs KaK MUHUMAJIbHO WHBAa3WB-
HbBII U BBICOKO2((MEKTUBHBIN MeTon paHHero jiedyeHust D11
y neteii [17, 18]. ITo cpaBHEHMIO ¢ TPAAULIMOHHOM OTKPHI-
TOI TOPAaKOTOMHUEH, BUIECOTOPACKOITMUECKOES BMEIIaTeIhb-
CTBO UMEET PsIII TPEUMYILECTB, BKITIOYast CHUKEHUE TTOCIIe-
oIepalMOHHON 0OJM, COKpaIlleHWe CPOKOB INPeObIBAHUS
B OOJIbHUIIE, 00JIce OBICTPOE BOCCTAHOBIICHIE 1 MEHBIIIYIO
oburyio 3aboneBaemocTh [12, 15, 19]. Tem He MeHee KIIM-
HUYECKME HMCXOIBI MOCIEe TOPAKOCKOMUYESCKUX OIepaluit
pa3IMYaloTCs Y pa3HBIX OOJBHBIX, UTO OIpeIessieT HeoO0-
XOIMMOCTb ITOMCKa HAaEXHBIX ITOKa3aTeJei Tl TPUHSTHS
pelIeHnit o JeYeHU U 1 onTuMu3anuu yxoaa [20].

B nocnenHue ronbl ocoboe BHUMaHWE MPUBJIEKAIOT OMO-
JIOTUIECKN aKTUBHBIC COCMMHEHMS, KOTOPbIE HEITOCPEICT-
BEHHO OTPakalOT YPOBEHb BOCITAIMTEIBHOM peaKIIN, OKIC-
JIUTEJIbHOTO CTpecca U CIIOCOOHOCTh PACTYILEro OpraHu3Ma
K BoccTaHoBeHuIo [21]. OnpeneneHue u3MeHeHWi ypOBHE
OMOMapKepOB MOXKET CITYKUTh BaXKHBIM MHCTPYMEHTOM JIJIST
MPOTHO3UPOBAHUST TSKECTU 3abosieBaHus U 3(PHEeKTUBHO-
CTH TIPOBOAMMOTO JieueHus [22]. AHaIM3 TMHAMUKY CONIEP-
JKaHMSI 3TUX OMOMAapKepOB B COYETAHWM C KIIMHUIECKUMU
U PEHTT€HOBCKUMU TAaHHBIMU MOXET IPEI0CTaBUTh LIEHHbIE
CBEICHMS IS CTpaTU(UKAIIMN PUCKOB M MHINBUIYATIHBHOTO
TUTAaHUPOBAHUS JieueHUs1 00bHBIX [23].

OnpeneneHue 3(GhEKTUBHOCTU TOPACKOITMYECKUX BMe-
IIaTeJIbCTB B COUCTAHUU C aHAJM30M M3MEHEHUU Comep-
JKaHUs OMoMapKepoB B KpoBu peteii ¢ DI1 apnsgercs upes-
BbIYAHO aKTyaJlbHbIM. Takue ucciaenoBaHUSI CITOCOOHBI
VIYYIIATh TPUHITHAC KIMHUICCKUX PEIIeHUI, TTOBBICUTh
3(GEeKTUBHOCTD JICUCHMSI, CHU3UTH PHCK OCIOXHCHMI
U CIOCOOCTBOBaTh pPa3pabOTKe MPOTOKOJIOB JICUSHUS
ocJIoKHEHHBIX (popMm DI1 y neTeit Ha OCHOBE MPUHIIMIIOB
JMOKa3aTeIbHON MEIUITHEI.

Iean: onpeneauTh KIMHUYECKYIO 3(PHEKTUBHOCTh TO-
pakockonuyeckoro yedeHust DIl y mereit 1 3HAYMMOCTD
OMOMapKepOB B IIPOTHO3UPOBAHUH NCXOIOB.

Marepuasibl U METOIbI

O6cnenoBano 126 aereii B Bo3pacte ot 1 roga no 17 et
¢ nuarHo3oM octpoit DI1, KoTopble MPOXOAWIN CTalMO-
HapHoe JeueHue. boJjibHbIEe ObUIM pacrpenesieHbl Ha IBe
TPYIIIIBI: OCHOBHYIO coctaBwin 65 (51,6%) neteit, Ko-
TOPbIM Ha paHHEM OJTalle JeYeHUs! BBIMOJIHSUIM XUPYP-
TUYECKOEe BUICOTOPAKOCKOIIMYECKOE BMEIIATEIbCTBO,
B TPYIIIY CpaBHEHUS ObLT BKIOUYEH 61 (48,4%) GONMbHOIA,
MoJyJyaBIIUii KoHcepBaTUBHOe jJedyeHue D11 6e3 Topako-

CKOITMU C MPUMEHEHUEM I10 MOKa3aHUSIM APEHUPOBAHUS
IJIEBPAJIbHOM MOJIOCTH.

Kpurepun BKIIOUEHUS: ITOATBEPXKIAECHHBIN IHArHO3
octpoii OI1, Bo3pact 1—17 ner, cornacue poauTeaein wiu
3aKOHHBIX MPeACTaBUTENIEH Ha yJacTUe B UCCIEIOBAaHUM.

Kpurepun uCKIIOUECHUS: TSKEIbIE COITYTCTBYIOIINE
3a00JIeBaHUS (CEPAEIHO-COCYINCThIC, SHIOKPUHHBIC, OH-
KOJIOTMYECKIE), MMMYHOCYIIPECCHBHASI Tepamus, OTKa3
ponuTesieil/oneKyHoB OT y4acTHUsI B UCCIETOBaHUU.

Bce OoibHBIE, UX POAUTENM U OMEKYHBI IOIMUCATIN
IOOPOBOJIEHOE MH(MOPMHPOBAHHOE COIJIace Ha IIPOBE-
IeHue WMcciemoBaHuii. JIn3ailH 1 METOIBI MCCIICTOBAHUS
OBbLUIM 0100PEHDI JIOKATbHBIM 3TUYECKUM KOMUTETOM.

OcCHOBHBIE 3TaIlbl JIeueHUsI 65 1eTeil OCHOBHOM IpyIl-
el ¢ D11 BKIIIOYaIy mpeaoIepallioHHy0 aHTUOMOTHUKO-
TEeparuio W IIPOBEACHNME BHICOCKOITMYECKM-aCCUCTUPO-
BaHHBIX TOPAKOCKOIMUYECKUX OINepaluil, KOTOpbIE BbI-
TOJIHSIIMCH ¢ TIOMOIIIBIO 9HAOCKOIMMYECKOi1 cucteMbl Karl
Storz. BusyanbHy10 OLIEHKY 00BhEMa THOMHOTO COIEPKU-
MOTO, XapakTepa IJIeBpaJIbHbIX IIJIEHOK U CTerneHu (puod-
PUHO3HOTO TOpaXeHUs IIEBPbl MPOBOAUIN C MOMOIIBIO
BUICOKaMePhl. BBIMOMHSIN acmupalnio THOMHOTO 9KCCYy-
JlaTa ¥ IIPOMBIBAaHME TUIEBPAIBHOI MTOJIOCTH CTEPUIBHBIM
aHTUOAKTepHABHBIM PACTBOPOM, aKKypaTHOE MCCEUCHIE
claeK WIM yaajaeHue TUIOTHBIX TUIEHOK, MTPEMSITCTBYIOIINX
pacIIMpeHUIo JIErKoro. B KoHIle onepaiiiy mpoBOaUIaCh
YCTaHOBKA OTHOTO WJIM HECKOJIBKMX APEeHAXKEH MIJIT DBaKy-
Al XKUOKOCTH M KOHTPOJIST 32 BOCCTAHOBIICHUEM ILJIEB-
pabHOM TTo10cTH [18]. Y 61 60JI5HOTO TPYIIIEI CPABHEHMST
MPOBOAMUIN KOHCEPBAaTUBHOE JIeYCHHE aHTUOMOTHUKAMMU,
IBIXaTeIbHYI0 THMHACTUKY, (DM3MOTEepaTIeBTUICCKIE TIPO-
Lie1ypbl, HAOIIOJAEHME B CTAllMOHAPE 10 CTAOMIU3alUU CO-
CTOSIHUSI, TIPU HEOOXOAUMOCTU — OPEHUPOBAHUE U TPO-
MbIBaHME TUIEBPAIbHON MOJIOCTH.

YV Bcex OOJIBHBIX ONpenesisyii KOHLIEHTPAUY OoMapKe-
POB B KpOBHU: 3a00p KPOBU 10 ONepaliuiy MPOBOAWIN C LIEIbIO
onpeaeeHUsT UX UCXOMHOIO YPOBHS, uepe3 24 4 mocjie BMe-
IIaTeIbCTBA — JUISI OLICHKM peaklMM OpraHM3Ma Ha XUpyp-
TUYeCKoe JiedeHre, Ha 3-M CYTKHU TOC/Ie OIeparuyi — IS
aHaIM3a OUHAMUKM BOCCTAHOBIICHMS W amanTalii OoJIb-
HbiX. CoaepxkaHue KOPTH30Jia OIpenesisii UMMyHodbep-
MeHTHBIM MetonoM (ELISA) ¢ momoinpio HabopoB DRG
Instruments GmbH. KoHIiieHTpammy KaTexomaMiHOB (ampe-
HaJIMH, HOPaJIPEHAINH) U3MEPSITA METOIOM BBICOKOA(D(heK-
THUBHOM XXUIKOCTHOI XpomaTtorpachuu, aHaau3 BbITTOJHSIN
Ha cucreme Azura HPLC-DAD (Knauer), ocHaméHHOI
nerektopoM DAD. YpoBHU LIMTOKMHOB — MHTEPJICUKIUHOB
(NJ1)-6, -10 u daxropa Hekposa omyxonu-o (PHO-a) —
onpenensiin MetonoM ELISA ¢ ucrnonb3oBaHMEM KOMMED-
yeckux HabopoB BioVendor 17151 cBIBOPOTKM KPOBU UeIOBE-
Ka. AHaJIM3 BBITIOJIHSUIM Ha aBToMaTtudeckoM puaepe Thermo
Scientific Multiskan FC mipu orrraeckoii tutotHOCTH 450 HM.
ConepxxaHue JaKTaTa ornpenesuii Ha OMOXMMIYECKOM aHa-
mmzatope BS-200 (Mindray) MeromomM ¢epMeHTaTUBHOTO
aHamm3a. Mamepenme comepxanmsi C-peakTUBHOTO Oel-
ka (CPB) npoBoawin ¢ MOMOILBIO UMMYHOTECTUPOBAHUSI,
a npokajgbuuToHuHa — meToaoM ELISA u naboparopHoro
ocHairieHus1 Thermo Fisher Scientific.
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CTraTUCTUYCCKUI aHAN3 BKJIIOYAJ OLIEHKY HOpMaJThb-
HOCTH pacIpee/ieHrs] JaHHbBIX, CpaBHEHWE TPYII ¢ T10-
Mouplo t-tecta wian U-tecta MaHHa—YWTHU, aHaIu3
IUHAMHUKM TTokazareieil ¢ wucroiab3oBanueM ANOVA
TSI TIOBTOPHBIX M3MepeHuit. Ctatuctuueckass oopadoT-
Ka TIpoBOoAMJIach ¢ Tomollbio mporpamMmmbl IBM SPSS
Statistics v. 26.0 (IBM Corp.). Paznuuus cuynutanu 3HaUK-
MeiMu ripu p < 0,05.

Pe3yabTaTbl

V 6osbHBIX OCHOBHO rpymmbl ¢ D11 10 BbIMOJHEHUS
TOPAKOCKOIIUM  BBISIBISIIUCH YMEPEHHO TIOBBIIIICHHBIC
YPOBHU BOCHAIMTEIbLHBIX OMOMAapKepoOB: KOPTU30Ja, Ka-
TEXOJIAMUHOB (aIpeHalvH, HOpaApeHaJIWH), IIUTOKUHOB
(NJ1-6, ®HO-q), nakrata, CPb 1 npokaibUUTOHUHA. DTH
TIOKAa3aTelIn OTPaXKaI CUCTEMHYIO aKTHBALIMIO (hYHKITIO-
HaJIbHBIX CUCTEM PACTYIIIET0 OpraHu3Ma B OTBET Ha MH(EeK-
LIMOHHBIN Tipouecc (Tada. 1). KnuHnuecku y Bcex 00JbHBIX
oTMevanuch cyodeOpunbHasgs wid (eOpuibHas TeMrie-
paTypa Tejia, NMPU3HAKM MHTOKCUKAIMU W OTpaHUYEHMSI
IbIXaTeJIbHOM (hYHKIIMM B TMOpaXkEHHOU 30He. B paHHMIA
TIOCJIeOTIePallMOHHEIN TIepuor (depe3 24 9 Tociie TOpaKo-
CKOITMM) HAOII0AaOCh YMEPEHHOE IMOBBIIIEHNE KOHIIEH-
Tpaluii KOPTU30ja U KaTeXOJaMUHOB, YTO COOTBETCTBO-
BaJIO OCTPOI peaKIMy Ha XUPYPTUUECKYIo TpaBMy. OTMe-
4yajoch TakXke YBEJIUMYEHUE YPOBHEU MPOBOCHAIMTEIbHBIX
uutokuHoB B KpoBu (MJI-6, ®HO-a), uTto yKa3biBajio
Ha cbaJaHCHPOBAHHYIO BOCHAIMTEIbHYIO peakumio. KoH-
LIeHTpaluuu npotuBoBocnaautesbHoro MJI-10 6butu yme-
PEHHO TIOBBIIICHBI, CBUIETEILCTBYS O BKIIOYCHHU KOM-
TIEHCATOPHBIX afaNTallMOHHBIX MeXaHn3MOoB. ComepKaHue
naktaTta, CPb 1 mpoKaablLIMTOHMHA OCTaBaJIOCh MOBBIIIEH-
HBbIM, OTpaxas MPOLOJIKAIOLIMICI CUCTEMHBII U JIOKAJIb-
HBII BOCTIAIMTEIbHBIN ITpoliecc (Taodu. 1).

ORIGINAL ARTICLE

K 3-M cyTkam 1ociie onepainy Habaoganach TeHICH-
LIMsI K HOpMaju3alMu BCEX UCCIENyEeMbIX MOKa3aTesei.
YpoBHM KOPTH30J1a U KaTeX0JaMMHOB CHUXKAJIUCH 10 3Ha-
YEeHUH, OJMU3KMX K HMCXOMHBIM, UYTO CBUIETEJbCTBOBAJIO
O BOCCTAaHOBJIEHMM AaKTUBHOCTU CTPECC-PeaTU3yIOIINX
CUCTEM. YPOBHM MPO- U MPOTUBOBOCHAIUTEIbHBIX LIM-
TOKHMHOB BO3BpalllAJINCh K COAIAHCHPOBAHHBIM 3HAYEHM -
sIM, OTpaxkas BOCCTAaHOBJIEHME MMMYHHOIO TOMeocCTa3a.
Conepxanne nakrata, CPb u mpokaipliuToHMHA 3HAYN-
TEJIbHO CHIXXAJIOCh, YKa3blBasi Ha pa3pelieHUEe BOCTaIM-
TeJbHOU peakuuu (cMm. Tadi. 1). KnuHuyecku y 60JbHBIX
OCHOBHOW TpYMIIbl OINPEIEsIOCh TOJHOE BOCCTAHOBJIE-
HHUE AbIXaTeJIbHON (PYHKIIUM M KyIHUPOBaHUE MPU3HAKOB
WHTOKCUKALUU [24].

V neteii Tpynmnbl CpaBHEHUs, MOJAYYaBIIMX TPaauIn-
OHHOE JieueHue 6e3 paHHEro TOpaKoCKOMMUYECKOTO BMe-
111aTeJIbCTBa, AMHAMKMKa OMOMapKepoB BOCTIaJIEHUSI HOCH-
Jla UHOUW XapakTep, XapakTepusysichb 0oJiee BbIPaXKeHHOM
U JUIMTEJIbHOU aKTUBALMEN CTPECC-PEATUBYIOIINX CUCTEM
W 3aMeJIeHHOIM HopManu3anueil (pU3noJIoTUYeCcKuX IMo-
kazareneil. MI3amMeHeHUsT MeXay BpeMEHHbIMU TOYKaMU
TakKe ObUIM 3HAaYUMBIMU, OMHAKO CTENEeHb BOCCTAHOBJIE-
HUs OblIa MEHee BbIpaXk€HHOI MO CPaBHEHUIO C OOJIbHBI-
MM OCHOBHOM IpyTITbI (Ta0uI. 2).

IlpencraBieHHble JaHHbIE JEMOHCTPUPYIOT 0OoJsee
BBIPAKEHHOE U JUIUTEJbHOE TOBBILIEHUE CTPECC-Peayin-
3YIOIIMX U TPOBOCHAIUTEIbHBIX OMOMapKepoB, a Takxke
3aMeIJIEHHYI0 HOpMaJIn3al1io roMeocTasa IMpyu KOHCEpBa-
TUBHOM JieueHUU DI y meTeit TpyImbl cpaBHEHUS.

Oo0cyxaenne

ITpoBenéHHbINI aHANIU3 OGMOMapKepoB y OobHBIX DI
TO3BOJIVJI BBISIBUTH ONPENEIEHHBIE Pa3TuuUs B XapakTepe
(huzmonornyeckKoro oTBETa OpraHnu3Ma Ha XUpypruueckoe

Ta6auma 1 / Table 1

JInHamMuKa cojepKaHus OuoMapkepos B KpoBu 65 60bHbIX DIT 10 1 nocIie BbINOJIHEHHsI TOPAKOCKONHYECKO# onepauun, M + m

Dynamics of biomarker content in the blood of 65 patients with pleural empyema before and after thoracoscopic surgery, M + m

ITokazarenb J1o onepatiuu (MCXOIHO) 24 4 roce onepauuu 3-U1 CyTKH TIOCJIe OTepaliu
Indicator Before surgery (outcome) 24 hours after surgery 3 days after surgery

Koptusosn, HMOJIb/1
Cortisol, nmol/L 845,3+125,6 540,7 £ 78,4 325,4+45,2
AIDCHATMH, TIT/MJT 180 £ 25,0 220 + 30* 160 £ 20
Adrenaline, pg/ml ’
HopanpeHamu, ir/wt 320 + 40 370 + 45 280 + 35
Norepinephrine, pg/ml
WJI-6, nir/mn *
IL-6, pg/ml 45 £ 80 75+ 10 305
WJI-10, ir/™mo % *
IL-10, pg/ml 12,3+3,3 18+4 15+3
DHO-a, rir/™Mi
TNF-a, pg/ml 25,5+5.1 35+6 20+ 4
Jlakrtat, MMOJIB/7T %
Lactate, mmol/L 2,1+0,5 3,8£0,6 22+0,4
CPB, mr/n
C-reactive protein, mg/1 15+4 38+6 2045
TTpOKALUMTOHMH, HI /M1 0,15+ 0,05 0,35+ 0,08 0,12 +0,04*
Procalcitonin, ng/ml > ’ K K K i

IIpumeuanne. 31ech u B Tads. 2: *p < 0,05.
Note. Here and in the Table 2: *p < 0.05.
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OPUTMHAJIbHAA CTATbA

BMEIIATEILCTBO U TeYCHHE TTOCICOTEPAIIMOHHOTO TIEPUO-
na [25]. IIpexne Bcero obpaiaeT Ha ce0ss BHUMaHUE TU-
HaMMKa KOPTHU30Ji1a KAK OCHOBHOTO TOPMOHAJILHOTIO MEIM -
aTropa CTpecC-peaau3yIolmnX CUCTeM. Y IeTeil OCHOBHOI
TPYMIIbI, KOTOPBIM BBITIOJHSJIOCH PaHHEE TOPaKOCKOIM-
YeCcKOe BMEIATEIbCTBO, OTMEYAIOCh OBICTPOE CHUXEHUE
YPOBHEI KOPTH30Jia B CPaBHEHUU C KOHTPOJBHOM T'PYII-
noit. K 1-M cyTkam mocJjie onepaluu ypoBeHb KOPTU30J1a
y OOJIbHBIX OCHOBHOM TPYIIIIBI JOCTUT (PU3MOTOTUUSCKUX
3HaYeHUM, TOrma Kak y OOJbHBIX IPYMIIBI CPAaBHEHUS CO-
XPAHSIJICS TTOBBIIIEHHBIM.

DTU TaHHBIE CBUIETEBCTBYIOT O OBICTPOM CHUKCHUU
aKTMBHOCTU TUMOTajJaMO-TUModu3apHO-HaATIOYSUHM -
KOBOW CUCTEMbl MpU MPUMEHEHUN paHHEH TOpaKOoCKO-
MMM W YKa3bIBaIOT Ha MEHBIIYIO CTPECCOPHYIO HATPYy3Ky
Ha pacTyuuii opranusm [26]. CxomHasl TeHIEHIMs Ha-
Or0ma7Iach M B OTHOIIEHWM KaTeXOJIAMUHOB — aJpeHa-
JIMHa U HopaapeHaanHa. HecMoTpst Ha oxumaemoe mo-
BBIIIIEHUE YPOBHEHN 3TUX MeauaTopoB uepe3 § 4 mochie
orepalnu, y 00JbHBIX OCHOBHO IPYITITEI HOPMaTU3aIlns
rnokasarejieil mpoucxoauia obicTpee. Y OONbHBIX, JIEUeH-
HBIX KOHCEPBAaTUBHO, COXPAHSIOCH JUIUTEIbHOE CUMIIa-
TUKO-aIpeHAJI0BOE HAIPSDKEHME, YTO YKa3bIBaeT Ha TIPO-
JOJIXKAIOIILYIOCS aKTUBALIMIO CTPECC-Peaau3yolnX Mexa-
HU3MOB U SBJISICTCS KOCBEHHBIM CBHIETEIHCTBOM Oo0Jice
TSKEJIOTO TeUueHUs . S3HAYMMBbIe Pa3TUUUsI MEXKIY OOJIbHbBI-
MU OBLIM OOHAPYKEHBI U TTO AUHAMUKE BOCMAIUTENbHBIX
LUTOKNHOB. YposeHb UJI-6, apnsromnniicss paHHUM Map-
KEPOM CUCTEMHOI BOCHAJUTEIbHON peakiuu, JOCTUTA
Makcumyma 4depe3 8 4y 6oabHbIx D11 B 006eux rpymnmnax.
OnHako y OONBHBIX, IMPOJICYEHHBIX C HCITOJIb30BaHUEM
BTX, ero nocneayoliee CHUXEHUE MPOUCXOIUIO 3HAYM -
TEJILHO OBbICTPEE, YTO CBUIETENLCTBYET 00 3(h(heKTUBHOM
PeTryJIslMU BOCTATUTEIbHOTO OTBeTa. AHAJTOTMYHAs Kap-
THHaA Habomanach sl nmpoBocnanutesbHoro @HO-q,
MMOBHIIIIEHNE KOTOPOTO aCCOLIMUPYETCS C BBIPAXKEHHBIM
MOBPEXIECHUEM TKAaHEW U PUCKOM Pa3BUTUSI CUCTEMHOM
BoCHaIUuTeIbHOU peakiiuu. Ha doHe paHHel TopakocKo-

muu cHukeHue ypoBHeit @HO-a 6bUTO OBICTPBIM U 3HA-
YUTEIBbHBIM [27].

Ocoboe 3HaueHWe MMeeT NMHaMHUKa IPOTUMBOBOCHA-
JutenabHoro uurokuHa MJI-10 kak BaKHOTO KOMITOHEH-
Ta CTpecC-peaau3yIolnX CUCTEM OpraHu3Ma OOJbHBIX.
YV 60JIbHBIX OCHOBHOI TPYITIbI HA0II0AATOCH BEIPAXKEHHOE
panHee nosbienne MJI-10 mocne onmepanuu, 4To MOX-
HO paclieHMBAaTh KaK aKTUBAIIMIO MEXaHU3MOB UMMYHHOM
PETYJISIIMY W 3alIUTHl OT YPE3MEPHOTO BOCHATUTEIHHO-
ro oTBeTa. Y OOJBHBIX KOHTPOJIBHOM TPYIIIBEI ITOZOOHAS
NUHAMMKa Oblla MEHee BBbIPaXXEHHOM, 4YTO YKa3bIBaeT
Ha BO3MOXHBII I¥cOaIaHC MEXKIY TTPOBOCITATATEIbHBIMU
M TIPOTUBOBOCTIATIUTEILHBIMU MeIaTopaMK Ha (DoHe Tpa-
TUIMOHHOTIO JIeYeHUs.

H3MmeHeHUs comepsKaHWsI JIAKTaTa B KPOBHM OOJTBHBIX
AI1 TakKe rmoxkasauu onpeneséHHbIe pa3nnuus. BoisgsieHa
paHHSST HOpMaJIM3alusl YpOBHEW JakTaTta y 00JbHBIX DI
nocie BTX, 4To cBMIETEIbCTBYEeT O MEHBIIIEI BBIPAKCH-
HOCTU TKAHEBOM TMITOKCUU U 3G GHEKTUBHON KOPPEKLUMU
HapyleHuit. Y OOJBHBIX KOHTPOJIBHOM TPYIIITEI COXPaHSI-
JIOCh CTOMKOE TIOBBIIIICHUE YPOBHS JlaKTaTa, 4TO OTpaxkaeT
NpojaoJrKaroleecsl HalpspkKeHUe M 3aMelJIeHHOE BoccTa-
HOBJICHUE MUKPOLIMPKYJISIIINH.

HomorHuTeIbHOE TTOATBEPKICHUE PA3INIU B CTETIe-
HM BOCMAJIUTEIbHOrO OoTBeTa natT naHHbie o CPb u mpo-
KaJIbLIUTOHUHE. DT MapKEPHI SIBITIOTCS HETOPMOHAIbHBI -
MM MHAUKATOpaMM CHCTEMHOTO BOCHAJICHUS U pUCKa WH-
(PeKIIMOHHBIX OCIIOKHEHUI. Y OOJTLHBIX OCHOBHOM TPYIIITHI
CHIDKCHUE MX YPOBHS IIPOMCXOMIIO OBICTPEE, B TO BpeMsI
KaK y JeTeil KOHTPOJIbHOIW TPYMIIbl COXPAHSUIMCh ITOBbI-
IIEHHBIE 3HAYEHMS, CBUIETEIbCTBYIOIIME O TIPOIOJIKU-
TEJTbHOM U BBIPaKEHHOM BOCTIAJIMTEIbHOM OTBETE.

Takum obpa3om, paHHee TOPAaKOCKOITMYECKOE BMella-
TEJbCTBO CIMOCOOCTBYET OJIArONpUsITHOMY TEUYEHMIO MO-
CJICOTICPAIIMOHHOTO TIepHOJa, YCKOPSIET HOPMAaIU3alliio
rokasaTesieil CcTpecc-pealu3yIoIIuX CUCTEM pPACTYIIEro
OpraHu3Ma, YMEHBIIIAeT BBIPAXKEHHOCTh BOCTIAIMTEIBHOTO
OTBETa M yJIydlllaeT MeTaboIMUecKylo aganTauuio [12].

Ta6nuua 2 / Table 2

JlnHamuka cojepkanusi 0uoMapkepos B KpoBu 00.1bHbIX DI KOHTPOIBHO¥ rpymnbl (7 = 61) 10 U moCJie NPoBeAeHUs
KOHCepPBATUBHOI Tepanuu, M + m

Dynamics of biomarker content in the blood of patients with pleural empyema before and after conservative therapy in children
of the control group (n = 61) at various stages of follow-up, M + m

Ilokazaresb Jlo onepanuu (MCXOIHO) 24 4 rocJie onepanuu 3-M CYTKU MOCJIe onepauu
Indicator Before surgery (outcome) 24 hours after surgery 3 day after surgery

Koprusoun, Hmoib/1 | Cortisol, nmol/L 832,7+ 1184 790,5 + 102,6* 710,2 £ 95,7
Anpenanut, r/mi | Adrenaline, pg/ml 175+ 22 250 + 32 230 £ 28
Hopanpenasnun, rir/mi | Norepinephrine, pg/ml 310 £ 38 400 £+ 50 380 £ 45*
IL-6, rir/mu | IL-6, pg/ml 46 + 7 80+ 12 659
IL-10, ir/mot | IL-10, pg/ml 13£3 20 + 5* 18+4
®HO-a, nr/mi | TNF-a, pg/ml 245 38+7 32+6
Jlakrar, mmouib/n | Lactate, mmol/L 2,004 4,0+0,7 3,5+ 0,6%
CPB, mr/x | C-reactive protein, mg/1 14+3.3 42+7 35+6
IMpokanbuuTOHWH, Hr/MI | Procalcitonin, ng/ml 0,16 £ 0,05 0,138 £ 0,09* 0,30 £ 0,08
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3aKioyeHue

ITosryyeHHBIE JaHHBIE YKA3bIBAIOT HA NATOMOU3UOJIOTH -
YecKylo 000CHOBAaHHOCTb paHHero JieueHust DI y neteit
¢ ucnojibzoBaHueM BTX 1 mo3BoJISIIOT paccMaTpuBaTh TO-
paKocKOMuUIo Kak 3¢ (HeKTUBHBII KOMITOHEHT €€ KOMIIEK-
CHOT'O JIEYEHMSI, CIIOCOOCTBYIOIIUI YJIYUILIEHUIO MCXO/I0B
y IeTe.
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Cmposenxo JI.A., llonomapée B.C., Jlo6anoe 10.D., Cxydapnos E.B., Canuna 0.0.

KavecTBo XK13HH JieTel ¢ reMopparndecKuM CHHIPOMOM C YY4ETOM YPOBHSI TOMOIIMCTEHHA
B IIa3Me KPOBH

DI'bOY BO «AnTaiickuii rocynapcTBEeHHbBI MEIUIIMHCKIAI yHUBepcuTeT» Mun3snapasa Poccnu, bapnayir, Poccust

Pesiome

Beenenne. KauectBo xxusuu (K2K) siBasieTcss MHTerpaibHOM XapaKTepUCTUKOM KU3HEACSITEIBHOCTH, KOTOpasi OXBaThIBa-
eT collMajibHOe, (hU3NIecKoe U TICUXoJorndeckoe (pyHKImoHupoBanue 60abHbIX. KK ornpenenisioT Kak MHAMBUIYaTbHOE
COOTHOIIICHNE YeJIOBEKOM CBOETO ITOJIOKEHUS B XKU3HU (KYJIBTypa, IIEHHOCTH, IUIAHBI U LIeJIM JaHHOTO MHANBUIA, BO3MOX-
HOCTU U CTereHb HeycTpoiicTBa). Lleab: onpenenuTs usMeHeHus1 mapametpoB KoK nereii ¢ reMmopparnyeckuM CMHAPOMOM
(I'C) ¢ yu€Tom ypoBHSI rOMOLIMCTEUHA B TIJIa3Me KPOBU.

Marepuansl u meToabl. O6cnenoBaHo 97 neteil B Bozpacte 13—17 e, U3 HUX OCHOBHYIO TpyMITy cocTaBmiu 30 TOIPOCTKOB
¢ KMHUIecKUMH riposiBiieHusiMu ['C. I'pyITimy KOHTpOJIS cocTaBUIIM 67 neteii 6e3 Mpru3HaKoB KPOBOTOUMBOCTH. JleTn 06enx
TPYIIT OBLTA COMOCTaBUMEI TT0 TTOJTY 1 Bo3pacTy. KK olleHMBaay mpu MMOMOIIM BaJIMIHON paHIOMU3MPOBAHHOMN aHKEThI-
onpocHuka Pediatric Quality of Life Questionnaire 4.0 nyist nereii-noapoctkoB. OLieHUBAIM CIeayIolIe napaMeTpbl (PyHK-
IIMOHNPOBaHUS: (pU3MUIECKOe, IMOIIMOHAILHOE, COLMATbHOE, ITKOJIbHOE U TICUXOCOInaIbHOe 3M0poBhe. Ha ocHoBaHUU
MOJYYEHHBIX JaHHBIX PACCUMTHIBAJIN 001U 6aa. Bee moaydyeHHbIE qaHHBIE 00pabOTaHbl CTATUCTUYECKU.

PesynbraTtbl. CaMble BIcOKMe TIokazatenu K2K ObLTH IOoTydeHbl y AeTeil KOHTPOJIBHOM TPYIIIIHI TI0 MIKaJlaM COITMAIbHOTO
u ¢pusmdeckoro pyHkumonuposanums. [Tokazaremu KK nereit ¢ Hammauem I'C Ha oHE TMUIIEProMOLIMCTEMHEMUN UMeT 60~
Jiee HU3KYe OaLIbl 110 IIKaiaM hu3ndeckoro hyHKIMoHupoBaHus (96,25 6aia), KOAbHOro hyHKIMoHupoBaHus (84,16 6ai-
J1a), IICUXOCOLIMAIBHOTO 300poBbs (84,40 Gaia) 1 obiiero 6auia (86,70 6aia), yem geteit ¢ npossieHueM I'C, y KOTOPBIX ypo-
BEHb FOMOIIMCTEMHA B TUIa3Me KPOBU ObLT B Mpeeiax HopMbl. MakcuManbHOI pa3HUlIa OaJlJIOB TIPU CPaBHEHUU ACTEi IBYX
rpyrin ObuIa Mo LKaje couranabHoro pyHkunonuposanus (13,3 6aia), najee CMXocoUraabHOro 310poBbs (12,0 6aioB)
¥ BMOILIMOHAIBHOTO (yHKIIMOHUpoBaHus (11,8 6amna).

3akmouenne. KK nereit 3Haunmo Bbllie rpu oTcyTreTBuu nposieienuit I'C mo Bcem uccienyeMbiM napamerpam KOK. s
MpoPUIAKTUKY TUIIEPTOMOIIMCTeMHEMUH 1 TToBbIeHust KXK neTeii ¢ mposiBIIeHUSIMU KPOBOTOYMBOCTH LiejiecooOpa3Ha pa-
LIMOHaIbHas (hoJIATHO-BUTAMUHHASI KOPPEKIIMSI.
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Summary

Introduction. The quality of life is an integral characteristic of the vital activity, which covers in patients the social, physical, and
psychological functioning. The quality of life is defined as a person’s individual relationship to their position in life (culture,
values, plans and goals in this person, opportunities and degree of disorder). Aim: to determine changes in the parameters of
the quality of life of children with hemorrhagic syndrome, taking into account the level of homocysteine in blood plasma.
Materials and methods. There were examined ninety seven children aged of 13—17 years. The main group consisted of
30 adolescents with clinical manifestations of hemorrhagic syndrome. The control group consisted of 67 children without
signs of bleeding. The children of both groups were comparable in gender and age. The quality of life was assessed using
avalid randomized questionnaire, the Pediatric Quality of Life Questionnaire PedsQL4.0 for adolescents. There were assessed
following parameters of functioning: physical, emotional, social, school and psychosocial health. Based on the data obtained,
the total score was calculated. All the data received has been processed statistically.

Results. The highest indicators of the quality of life were obtained in children of the control group on the scales of social
and physical functioning. The indicators of quality of life in children with hemorrhagic syndrome on the background of
hyperhomocysteinemia had lower scores on the scales of physical functioning (96.25 points), school functioning (84.16 points),
psychosocial health (84.40 points) and overall score (86.70 points) when compared with children with hemorrhagic syndrome,
whose plasma homocysteine levels was within the normal range. The maximum difference in scores when comparing children
of both groups was found on the scale of social functioning (13.3 points), followed by psychosocial health (12.0 points) and
emotional functioning (11.8 points).

Conclusion. Accordingto all studied parameters the quality of life in children without hemorrhagic manifestations is significantly
higher. To prevent hyperhomocysteinemia and increase QOL in children with bleeding symptoms, rational folate-vitamin
correction is advisable.
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BBenenne

KauectBo xu3nu (KXK) — 3To mHTerpajibHas xapak-
TEPUCTHKA, KOTOpasl ompenessieT colluMaibHoe, (pusnye-
CKO€ ¥ TICUXOJIOTHYECKOe (DYHKIIMOHUPOBAHUE OOJIBHOTO
[1-3]. AkTuBHOE M3yuyeHUue OCHOBHBIX mpobiaeM K2K Ha-
yayioch B 1960-x rr. B EBpornie u CIIIA. @yHaaMeHTaIbHbIE
HanpaieHus ucciaegoanuit KXK obuin cchopmynmpoBa-
HBI punocodamu Toro Bpemenu I'. 3ummenem, M. Bebe-
poM, D. HopkreiiMoM. OHM U3yYyallu COCTABHBIE YACTHU
KK moneii [4]. TepMUH «KauecTBO KU3HU» KaK OTAeIbHasK
CTPYKTypa CHadajia 000CHOBAJICS B TOJUTUYECCKOI cde-
pe U 3aTeM IMOCTEeNEeHHO MPUOOPENT HAyYHYIO HaIpaBJIeH-
HoOCTb. B camom o61iem nonnmanuum KK — counosnoruue-
CKasl KaTeropusi, BbIpaxkaroIiasi KaueCTBO yIOBJIETBOPEHUSI
MaTepUalbHBIX U KYJIbTYPHBIX MOTpeOHOCTEeN moaeit [5].
B 1947 r. B crathe «KnmmHMYecKkas olieHKa XMUMUOTEpaTin

npu pake» nipod. D.A. Karnovsky BrnepBbie BBET TepMUH
«Ka4eCTBO KU3HW», KOTOPHII 3aTeM OCHOBATEILHO 3aKpe-
MMUJICST B MEOWIIMHCKOM cepe. [lepBbIMU MallieHTaMM,
y KOTOpPBIX MpousBoauin ouleHKy KK B MenuiimHe, ObI-
JI OOJIbHBIE C OHKOJIOTUYECKMMU 3a00JieBaHUSIMU. Torma
OBUIM CACTaHbI IIEPBBIC IIaTW B CTAHOBJICHUH HOBOM Hayd-
Hoii otpaciu o KX B tiesiom [6, 7]. B TeueHue rnociaegHux
10 Jyret TIpociexXuBaeTCs TCHACHUMST K POCTY HapylIeHUI
3II0POBbS M YBEJIWUYCHUE YVMCICHHOCTH JIIOICH C XPOHM-
YeCKMMM 3a00JieBaHUSIMU. YPOBEHb CMEpPTHOCTU JeTeit
B Bo3pacTe 5—14 et ocTtaéTcsl JOCTATOYHO BBICOKUM. DTHU
(aKTHl CITOCOOCTBYIOT BOBHUKHOBEHHUIO HOBBIX HEOJIAro-
MTOJTYYHBIX MEIUKO-COIIMAIBHBIX TOCICACTBUAMN IS KaXK-
Jioro pedb€HkKa 1 rocyaapcTna B 1ejgom [8—10].

Braromapst mpoBeIeHUIO PETYISIPHBIX MEIUIIMHCKUX,
NMpodUIaKTUIECKUX OCMOTPOB JAeTeil MOXKHO CIeaTh BbI-
BOJI O COCTOSTHUU MX 3[0POBbsI HA UHIAUBUIYAJIbHOM, TPYTI-
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OPUTMHAJIbHAA CTATbA

TTOBOM U TIOITYJISIIMOHHOM YPOBHSX, UTO SIBJISIETCS CaMbIM
TOCTYITHBIM ¥ JOCTaTOYHO WHMOPMATUBHBIM METOIOM
OLICHKU COCTOSIHMSI 3M0pOBbs1. ClieayeT 3aMeTUTD, YTO TIPU
9TOM OIICHKAa COCTOSIHUSI 3MOPOBBSI ETEU BHITIOTHSICT-
cd, He IPUHUMas BO BHUMAaHWE WX COIMAIbHOE U TyXOB-
Hoe Ojaromnoiydyre. HoBbIM KpuTeprem JaHHOI OLIEHKU
10 TIpaBy MOXeET cTaTh Imokasaresb KXK [11, 12]. Pe3yibTa-
Thl KCCJIeIOBaHM Mo onpeaeneHuto ypoBHs K2K obpaiia-
0T Ha ce0s1 00JIbIII0e BHUMAHKME, @ B HEKOTOPBIX CIydasix
BBICTYIAIOT OCHOBHBIM IoKa3arejaeM 3 (EeKTUBHOCTH JIc-
YeHUS pa3IUuHbIX (OPM MATOJOTMU. AHAIU3 KPUTEPUEB
K2K MoxeT BBICTYIIaTh OMHUM M3 OCHOBHBIX ITOKa3aTe-
JIeH TIpW M3YYeHNH 3aKITIOYUTEIBHBIX pe3yIbTaTOB JIeue-
Hud [13]. [1pu onpenenenuun KK Bpauam u cnenupaninuctam
NPYTUX 00JacTeil IPUXOAUTCS CTATKUBATHCS C TPYIHOCTSI-
MH. DTO CBSI3aHO C TeM, YTO Ha CETOMHSIIIHUI IeHb CYIIe-
CTBYeT HeDoJIblIoe Yncio MeTonuk aHanusa KK, u netu,
0COOCHHO MUIaIasi Bo3pacTHas TPyIna, MHaYe BOCIIPU-
HUMAIOT COCTOSIHKE 300POBbsI, YeM B3pocible [14—16].

KK oxBaTbhiBaeT omnpenel€HHbIA CIEKTP pa3JIUuHbIX
GopM: TMCcHUXONOTUYECKOe, (PU3NYECKOe U COLIMaJbHOE
omaromonyune. KonmmdecTBeHHasT OlleHKA STUX COCTaBIISI-
IOIIUX UMEET BaXKHOE 3HAYeHHUE 11 MEAUIIUHBI, TTOCKOJIb-
Ky BIUSHME Pa3IMUYHBIX (POPM MATOJOTMU CHIKAET UX IO~
Ka3aTesu, YTO BJIMSET Ha UCXOIbl 3a007€BaHUl U BBIOOD
MeTonoB JedeHus [17, 18]. B cooTBeTCTBUU C peKOMEH-
NAlMAMU 110 HAIUIEXKAIEH KIMHUYECKOM TPAKTUKE TaH-
Hble noka3zateseit 3mopoBbst 1 K2K 1OKHBI ObITh BKJTIO-
YEHBI B KAYECTBE JTOMOJTHUTEIHBHBIX KPUTEPHUEB B TIPOCKTHI
KJIMHUYECKUX UCTIBITAHUM JieueHus: 6onbHbIX [19]. ITocne
MpoBeleHNs aHanu3a napameTpoB KK MOXHO MOTyInTH
BaXKHYIO JOIOJHUTEIbHYI0 MH(MOPMALMIO O COCTOSIHUU
3I0POBbSI IeTeH MPU UCTIOJIH30BAHNM HOBBIX METOIOB M-
arHOCTUKM U JICYCHUSI, KOTOPast MOXET OBITh CKPBITA TIPU
npuMeHeHUU Apyrux metogoB. CTOUTh OTMETUTb, UTO
npu TipoBeAcHUM ouleHKHU Ikan K2K ymaércss yrouHUTH
CUMIITOMbI, O KOTOPBIX 3HAET TOJBKO caM 0oJibHOI. Emig
OJHUM BaXXKHbIM JIOMOJHEHUEM 3TOr0 METOoAa SIBJISIETCS
oIpeneeHrue He TOJIbKO 3(h(MEeKTUBHOCTU, HO M Oe3omac-
HOCTH IIpoBoauMoit Teparmmu [20, 21].

AHanu3 uaMeHeHuii napametpoB KOK y neteit ¢ mpo-
siBIeHueM reMopparudeckoro cuHapoma (I'C) sBriseTcs
3HAYMMOU 1 aKTyaJIbHOU 3aa4yei.

Iean: ouenuts napameTpbl KK geteii ¢ I'C ¢ yuétom
ypoBHs1 romouucrenHa (I'Ll) B ma3me KpoBu.

MarepuaJibl U METODBI

O6caenoBano 97 neteit B Bo3pacte 13—17 net, U3 HUX
OCHOBHYIO TpymITy cocTaBmin 30 ITOAPOCTKOB ¢ KIMHUYEC-
ckumu niposiieHussMu I'C. I'pyrimy KOHTPOJISI COCTaBUIU
67 nmereii 6e3 NMPU3HAKOB KPOBOTOUYMBOCTHU. JleTn obeunx
TPYIII OBLIM COIOCTABUMBI 1O ITOJIY M BO3pacTy. Y TIOA-
POCTKOB ¢ KJIMHMYeCKUMU TposiBiaeHussMu [I'C Habto-
JIaJUCh HOCOBBIE KPOBOTCUCHUSI, TMETEXUU, SKXMMO3bI,
KPOBOTEUCHUS M3 AECCH, KPOBOMU3IUSIHUS B CKIIEpPY IJIa3,
OOUJIbHBIE U JIJIUTEIbHbIE KPOBOTEUYEHUS Y IE€BOYEK ITy-
OepTaTHOTO BO3pacTa, Makpo- U MUKporemarypus. Bce
0OJIbHBIE TOAIMCAIM JOOPOBOAbHOE WH(GOPMUPOBAH-

HOE coTjlacve Ha ydJacThe B mcciemoBaHnu. KoHIemus
W IU3aliH UccenoBaHus ObUIM 0100peHbl HE3aBUCHUMbIM
JIOKaJIbHBIM 3T4YecKuM KomutetoM @T'BOY BO «Aunraii-
CKUU TOCYAApCTBEHHBIN MEIULIUHCKUI YHUBEPCUTET».

Kputepyun BKITIOYEHHS: OTCYTCTBHE OTSTOIIEHHOTO
HaCJIEeICTBEHHOTO TPOMOOTHYECKOTO aHaMHe3a Y POJICT-
BEHHUKOB 1-if 1 2-i1 IMHUI POICTBA, OTCYTCTBUE IIPH-
€Ma JIeKapCTBEHHBIX TpernaparoB, BAMUSIONIMX Ha CUCTE-
MY reMocCTa3a, a TaKXe OTCYTCTBHE OHKOJIOTMYECKUX WU
BpOXAEHHBIX 3a00neBaHuii. KK oueHuBanu npmu nomo-
IIM BaJIMIHON PaHIOMHM3MPOBAHHON aHKETBHI-OMPOCHM-
ka Pediatric Quality of Life Questionnaire 4.0 (PEDsQL)
IasT  geTeii-monpoctkoB [23]. OueHWBaIM CleAyIOIINe
BUABI (DYHKIMOHUpOBaHUS: ¢usnmdeckoe (DD), smommo-
HanbHOe (D®D), coumanpHoe (CP), mkonabHoe (LLIMD)
u micuxoconuanbHoe 3mopoBbe (ITC3). Ha ocHoBanmm
TMOJIyYEHHBIX JAHHBIX paccuuThiBaU obmuit 6amn (OB).
[Tocne mpoBeaeHUsT aHKETUPOBAHUST OBLIO ITPOU3BEACHO
TepeKOAMPOBaHNE TaHHBIX aHKETHOTO OIIpoca 0 IIIKalie
ot 0 no 100 6annoB. Yem Bbillle ObLT UTOTOBBIN Oas1, TeM
nyuine nokaszatean KoK,

KommuecTBeHHOE OIpeneieHne U3MEHEHUI comepKa-
Hug '] B r1a3Me KpoBM MPOBOAWIM C TTIOMOIIBIO METONA
XeMUJIOMUHECIIEHTHOTO MMMYHOAHaIM3a Ha MUKpoYac-
TAIIAX C WCIONb30BaHMEM cucTteMbl Alinity I (Abbott).
HopmanbHbiMu KoHueHTpanusmu 'L B KpoBU mpuHUMA-
JINCh 3HAUYCHUS 10 7 MKMOJIb/ .

AHanM3 KOHUEHTpauuil HonueBoll KHUCIOTBI B KpO-
BU BBHINIOJHSUTM Ha HMMMYHOXMMHYECKOM aHaIu3aTope
Architect i 2000 (Abbott). 3a HOpMaJIbHbIE TTOKa3aTe BU-
TamuHa B, npuHumany sHayenus 3,1-20,5 Hr/mi [22].

CTaTUCTUYECKYIO 00pabOTKY BCEX MOTYICHHBIX JaHHBIX
MPOBOAMIIU C TOMOIIBIO MaKeTOB Mporpamm Statistica 10.0
u MedCalc. Tectom Illanupo—Yunka npoBepsiivi TUNOTe-
3y 0 HOPMAJIbHOCTH PaCIIpeAeICHUS] SMITMPUICCKUX TaH-
HbIX. 3HayeHue p > 0,05 yka3bIBajio Ha TO, YTO HAOOP JaH-
HBIX pacrpenesiéH HopMaabHo, 3HaueHue p < 0,05 ykasbI-
BaJIO Ha TO, YTO HAOOP JAHHBIX ITOUICKUT HEHOPMAJIBHOMY
pacnpeneneHuto npusHaka. U-tect MaHHa—YUTHU ObLI
WCITOb30BaH [JIs1 ONpeneaeHus] HAIMUMST 3HAYUTEIbHOM
pa3HUIBI MEXIy OBYMSI HE3aBUCHUMBIMU, HEHOPMAIbHO
pacnpeneIEHHBIMU TPYIIIaMU JaHHBIX. IS TIOCTPOCHMS
uaeanbHON Moaenu B3auMocBsa3u ypoBHs1 'Ll u oOiiero
6amta K2K 6611 mpoBenéH ROC-ananus.

Pe3yabTaTbl

Cambie Bbicokue mokazatenu KK ObLIu IOIydeHbI
y IeTeli 0e3 IMposBICHII KPOBOTOUYMBOCTH IT0 IrKajiam CO
1 OO (Tadmuua). MuHMMaIbHBIE 3HaYeHUS ObLIN 3a(HK-
cupoBanhbl 110 mKagam DO u D, Paznmune mexay Mak-
CHMaJTbHBIMM 1 MUHUMAJIBHBIMU 3HAYCHUSIMHA COCTaBUIIO
15 6ann0B, UTO OBUIO CYIIECTBEHHO MEHbIIIE IPU CpaBHE-
Huu ¢ mokazareseM CO (p < 0,05).

KK pereit KOHTpPOABHOM TPYIITbI ObLIO 3HAYUTETLHO
BBIIIIE, YEM JETeil UCCaeayeMOii IPYIIIbl 10 BCEM I1OKa-
3atensaM (p < 0,05). MakcumanbHas pa3Hulia 0asioB Mpu
cpaBHeHMHM Obli1a BhIsiBIeHa 110 mKayne C® (13,3 6amra),
Jajiee IICUXOCOLMAIBHOTO 300p0oBhs (12,0 6amwtoB) u DO
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IToka3arean KX y odcaenoBannbix aereii, M * ¢ (95% AN)
Indicators of the quality of life in children in the study groups, M * ¢ (95% CI)

Kontunrent n [O]0) 20 Cd o cs3 Ob

Contingent PF EF CF SF PSH Total
OcHOBHas rpyIina 30 78,2+ 16,2 65,7+ 19,4 | 75,7+24,7 | 65,5+17,3 | 68,2+ 19,5 70,1 17,7
Main group (71,8—84,7) (58,3-73,1) | (66,3—85,1) | (58,8—72,2) | (60,9-75,6) (63,4-76,9)
KoHTposbHas rpymmna 67 854 +11,9 77,5+ 18,5 | 89,0+12,3 | 74,0+ 14,9 | 80,2+ 12,2 81,5+ 11,4
Control group (82,4 88,3) (72,9-81,9) | (86,0-92,0) | (70,4—77,6) | (77,2—83,1) (78,7—84,3)
p 0,049 0,004 0,016 0,021 0,003 0,004

1-s1 rpynma] Group 1
*OGLU,I/Iﬁ Oant |
Total O® | EF

86,7

2-s rpymma| Group 2

33
C® | SF

Puc. 1. IMapameTpnr KX y geteit ¢ nposiBnenusimu I'C ¢ paznuuHbiM ypoBHeM ['Ll B r1asmMe KpoBu.

*p <0,05.

Fig. 1. Parameters the quality of life in children with hemorrhagic syndrome with different levels of homocysteine in blood plasma.

%5 < 0.05.

(11,8 6anna). DT naHHBIE CBUALTEILCTBYIOT O TOM, YTO
KK nerteit 3HauMMO BBIIIE MPU OTCYTCTBUM I'eMoOppa-
THYECKUX TIPOSBICHUI IO BCEM HCCICAYyEeMBIM TIapa-
metpam K2K.

Hapymenuss B pabore QosaTHOro uukiaa MpUBOIST
K TMOBbILIeHUI0 KOHIeHTpauuii 'Ll B ria3me KpoBH, 4TO
00YyCJIOBJIMBAET €ro BhIPaXKEHHOE HEMPOTOKCHUUECKOE Aeii-
CTBHE M ITOBPEXKICHUE SHAOTENS COCynoB [23, 24].

Hamu ycTanoBneHo, uto y neteit ¢ I'C cpemHue mokasa-
teau 'Ll B cbIBOPOTKE KPOBU GbUTM paBHBI 10,62 MKMOJIb/I.
Bce metm GbuM pacripeneieHbl Ha 2 TPYIIIBL: 1-g TpyIr-
na — 18 0oJbHBIX ¢ TMOBBIIEHHBIM ypoBHeM ['Ll (Oosee
7 MKMOJIb/JTT) B KPOBH, 2-5 Tpymma — 12 mereit ¢ ypoBHEM
I'l mo 7 MmO/ B KpoBr. CpaBHEeHHUE TToKazaTeneil K2K
JeTel TIpY pa3IndHbBIX ypoBHsX 'Ll B 11a3Me KpoBU TTOKa-
3aHO Ha puc. 1.

Ananu3 mapametrpoB KUK gereit ¢ mposiBACHUSIMU
KPOBOTOUMBOCTHU ITOKAa3aJl, YTO y OOJBHBIX THUIIEPTOMO-
LUCTEMHEMUEH 3HAYUTEIbHO CHIDKEHBI ypoBHH OO
(96,25 npotus 80,35 6amna; p = 0,005), LLID (84,16 mpo-
1B 63,8 6amia; p = 0,010), ICUXOCOIMATBHOTO 300POBbSI
(84,40 npotus 68,38 6ama; p = 0,026) u obiuero Gajuia
(86,70 mpoTus 68,14 6ana; p =0,012), yeM y geTeii ¢ ypoB-
HeM ['Ll B ruta3Me KpoBHU B Mpeaenax BO3paCTHON HOPMBI.
IMoBbiieHue ypoBHst 'Ll B KpoBu aereil 0Oyca0OBJIEHO

gaiie BCEro HEIOCTaTOYHBIM KOJUYECTBOM (DoreBoit
KHCJIOTHI B pacTyiieM opranusme [25]. Hamm Onl1 ompe-
NEeJIEH UCXOIHBIA YpOBEHDb BUTaMuHa B,. B masme kposu
nmeTeid 1-i TpyIImsl 4O JeYeHUS CPEemHss] KOHIEHTpAIUs
onatoB cocraBmia 2,51 Hr/mi, 2-1 rpyrmsl — 3,75 HT/Mi
(p = 0,011). B 1-ii rpynme neteil HU3KUI ypoBeHb (Ho-
JINEBOM KUCJIOTHI ObUT BhIsIBIIEH y 27 (88,9%) OOJbHBIX,
Bo 2-it —y 17 (25%); p = 0,001.

JetsaM ¢ TUTICPTOMOLMCTEMHEMHUE OBLT Ha3HA4YCH
Kypc (osireBoit KUCIOThI B 103UpoBKe 1 Mr 1 pa3 B CyTKu
o01Iel TTPOIOKUTEIbHOCTRIO 2 Mec [26]. TTocne mpose-
JIEHHOTO JICUEHHUS OTMEYaJIOCh 3HAYMMOE CHUXKECHME CO-
nepxanust I' 1o 6,43 mxmonn/a (p < 0,001).

Ha npumepe KOHKpETHOI MOJEW HaM yIajaoch Mpo-
JIEMOHCTPUPOBATh TUArHOCTMYECKYI0 M IPAKTHUYECKYIO
3HAUMMOCTb B3aUMOCBSI3U ypoBHell obuiero Oamna KK
n KoHueHTpaumii 'Ll B 1miasme KpoBu o0cCeI0BaHHBIX
neteit (puc. 2).

OntumanbeHoil Toukoit Ha ROC-kpuBoii gBsIeTCS TO-
KazaTeJib YyBCTBUTEJbHOCTH, PaBHbIN 86,67, 1 moKa3aTeb
cneuuduuHoctu, paBHbiid 100,00. ITnomank moa KpuBoit
cocraBwia 0,979, 4to yKa3bIBaeT Ha TOCTAaTOYHO XOpOIIee
Ka4eCTBO MOJEN. DTO MO3BOJIICT TOYHO M30paTh coUYeTa-
HUE YyBCTBUTEIBHOCTU U CITEIIM(MDUIYHOCTU W OTPEIETUTh
Touky orcedyeHus1 < 86,1. Takum obOpa3oM, MOXHO 3a-
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O6wwmit 6ann  Total

100 [

YyBCTBUTENBHOCTb
Sensitivity

oH" i I I I I
0 20 40 60 80 100
100- Specificity

100-cneumdpnyHOCTb

Puc. 2. Ananmu3z ROC-kpuBoii B3auMMOCBsSI3U 00I1lero Oajuia
M TUIIEPTOMOLIMCTENHEMUHM Y 00C/IEIOBAHHBIX IETEM.

Fig. 2. Analysis of the ROC curve of the relationship between
the total score and hyperhomocysteinemia in examined children.

*O6H.[I/II7I Gamn |
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I1C3 | PSF CD | PF

111 | SF

o npuema dosatos | B efore
folate intake

e [Toc1e mprema oatos |
After folate intake

Puc. 3. Yposenbr KX nereit no m mocie npuéma (onmeBoi
KUCJTOTHI.

#p < 0,05.
Fig. 3. Quality of life children before and after taking folic acid.
*p <0.05.

KJIFOYUTh, YTO MPU CHUXKEHUM YpOBHS ob1ero 6amia KoK
MeHee 86,1 y nereii ¢ 'C MOXeT OTMEUATHLCS MOBBILLICHKE
ypoBHs 'Ll B masme kposu (p > 0,001).

ITocne xoppekuum ypoBHs1 'Ll ObLTO TpoBemeHO
MMOBTOPHOE aHKETUPOBAHWE HETCH IS ONpeAcIcHUS
napametpoB K2K (puc. 3). Ilocie mpuéma donaueBoit
KHCJIOTHI Y IeTeH CYIIeCTBCHHO YAYUYIIMINCH ITOKa3aTe-
m CD (p = 0,027), I1C3 (p = 0,025) n obimero 6amia
(p = 0,023). Ilo mkanam [P u DD oTMeyeHO yBeaU-

YyeHHe KOJIMYeCcTBa 0ajjioB, HO 3HAYMMBIX pasIuduid
He ObLIO.

Oo0cyxeHue

IToBbimieHue ypoBHs 'Ll B mia3me KpoBU OOJBHBIX JIe-
Tel OKa3bIBaeT IMOBpEXKIaoIlee AeCTBHE HA SHIOTCINIA
cocynoB. B cBolo ouepens coCToOsIHUE SHAOTEIUS U CTPYK-
Typa COCYIOB 3aBUCAT OT CTPOMAJIBHOI COCTaBJISTIOIICH,
KOTOpasi ONpenessieTcsl TeHEeTUYECK AeTepMUHUPOBaH-
HBIMU HapyIIEHUSIMU CTPYKTYpHI KOJIIareHa, OCOOEHHO
npu cuHApoMe HenudbbepeHIUPOBaHHON AUCIIa3UU CO-
eIUHUTEIFHOM TKAaHU B COYETAHUU C TeMOPPArndeCKUMMU
nposiBieHusimu [27]. PaHee ycTaHOBJEHO, YTO MPUMEHE-
Hue 100aBoK BUTaMMHOB B, B, B, B TepaneBTHYecKux
1 TIpobUIaKTUYECKUX 033X B TeUeHue 3 MeC Y OOJIbHBIX
C COCYTUCTBIMU (popMaMU IMaTOJIOTUM U TEMOPPATUIECKU-
MW TIPOSIBIEHUSIMM CITOCOOCTBYET YMEHBIIIEHUIO YaCTOThI
00OCTpEHMI MaTOJOTMYECKMX COCTOSIHUIM, CHUXEHUIO
ypoBHe# 'Ll B mmasme kposu u yayuineHuto KK nereit
u ux poguteneii [28]. Jleuenue I'C MOKET yMEHBIITUTD PUCK
OCJIOXKHEHMI, TAKUX KaK aHEMUSI, 3a00JIeBaHUS CYCTaBOB,
BHYTPEHHUX KpoBou3nusiHuii. Bc€ ato ynyuymaer KK ne-
TeW U UX POIUTEIICH, CHIKAsI TPEBOKHOCTD U CTPECC, CBSI-
3aHHBIN C COCTOSTHUEM 00JIbHOTO [29].

YcTaHOBIIEHO BIMSHIE MyTaIUii TeHOB (POJIATHOTO Me-
TaboJIM3Ma, BIUSIONIMX HA MEXaHU3Mbl CUCTEMBI TeMOCTa -
3a. Y JIMII, TOMO3UTOTHBIX MO JaHHOM MyTalluu, HapyIa-
eTcs pacrpezesneHre GoJaToB B 9pUTPOLIUTAX, YTO COMPO-
BoXJaeTcs nosbilieHUeM ypoBHeul 'Ll B kpoBu. B To ke
BpeMsT u3MeHeHus nocienoBatenbHoctu JIHK, koTtopbie
MOTYT OBITh CIeACTBUEM MyTauuu B reHe M THFR, BnusiioT
Ha (PyHKUMU OEJIKOB, PETYJIMPYIOIINX OajlaHC MEXTy Mpo-
TPOMOOTUYECKUM M AHTUTPOMOOTUYECKUM (haKTOpaMu
B cBEPTHIBatoieM Kackame. C yI€TOM CIIOXKHBIX B3aUMO-
NEeUCTBUI, HEOOXOAUMBIX [UISI MOIYJISILIMU TPOMOOTHYE-
CKHX U aHTUTPOMOOTUYCCKUX TIPOIIECCOB, WIS (DYHKIIMO-
HaJIbHOTO KOHTPOJISI CBEPTHIBAHUS TAKXKE NMEET 3HaYCHUE
reHetTnyeckuii momuMmopdusmM MTHFR, criocOOHBIN BU-
JIOU3MEHSITh CTPYKTYpPY OEJIKOB KITIOUEBBIX PEIIENTOPOB,
depmeHTOB 1 KodakTopoB. HapylieHue B3auMoneiicTBrst
MeXay aHTUTpoMOoTHYecKUM Komruiekcom (ATIIT —
npoterH S — mpotenH C) u (pakTopaMu CBEPTHLIBAHUS
TPUBOAUT K HEPETYIUPYeMOMY KacKaay CBEPTHIBAHUSI
U U3OBITOUHOMY TPOMOOOOpPA30BaHUIO C IOCHEIyIOLIeH
akTuBauueil budbpuHonusza. DTO MOXET CTaThb OIHOU
U3 TIPUYMH Pa3BUTHSI KPOBOTEUEHUI U 3HAUUTEJIBHO CHU-
xkath KX y meBouek-mrogpoctkos [30].

3akinouenue

IMoxkazatenu K2K y nereii ¢ I'C Ha (poHe runepromonuc-
TEMHEMHUHU UMEIOT camble HU3KME Oautbl 1o 1mKanam Pd,
LD (p = 0,010), mcuxocoLuanbHOro 310poBbs (p = 0,026)
u obiero 6amna (p = 0,012), yem y neTeil ¢ MposiBIeHUEM
I'C, y xotopbix ypoBeHb I'L] B ria3me KpoBu ObLT B Mpejie-
J1:ax HopMbI. [1pu aToM nipuém (ponmeBoit KUCIOThI Cyllie-
CTBEHHO yMeHbIIIacT ypoBeHb 'Ll B rasme KpoBu AeTeii,
YTO CITOCOOCTBYET yBeanueHuto ypoBHeil KK 1o mikanam
CO (p =0,027), mcuxoconasbHOTO 3010poBhs (p = 0,025)
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u obmiero 6amra (p = 0,023). B ¢cBs13m ¢ 3TUM 17151 Ipohu-
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Pesiome

Benenne. MykoBucuunos (MB) 1 nepBuyHast minapHasi IMCKUHE3UsT — HacJIeACTBEHHbIE 3a00JIeBaHUsI, COMPOBOXKIAI0-
1yecsl HapyllleHeM MYKOIIMJIMAPHOTO KJIIMPEHCa U XpOHUIECKUM MTOpakeHneM pecrupaTopHoro TpakTa. [lens: mpencra-
BUTh COBPEMEHHBIE CBEACHUS O TTATOTEHE3¢ TYTOYXOCTH TTPU MYKOOOCTPYKTUBHBIX OOJIE3HSX JIETKUX U OIPEIETUTh PUCKU
OTOTOKCUYHOCTU aMUHOTJIMKO3UIOB MPU MOAYJMUpYIOLIeil TapreTHoii Tepanuun MB y neteit. [IpoBenéH aHanu3 naHHBIX,
MpeACTaBICHHBIX B MEXIYHAPOIHBIX Oa3ax maHHBIX (Scopus, Web of Science, PubMed) u poccuiickux HaydYHbBIX OMOIMOTE-
kax (eLIBRARY.RU, KubepJleHunka). YcraHOB/I€HbI pa3inyus B XapakTepe TyroyxocTu rnpu MB u nepBuyHoOM Luinap-
HOW TUCKWHE3WHN Y feTeit. s mimapHoil TMCKWHE3UH XapakTepHa KOHAYKTUBHAsI TTOTepsT cIyXa, B TO Bpemsi Kak ipu MB
COXpaHseTCsl pUCK CEHCOHEBPATbHOI TYTOYXOCTH, OOYCIOBJIEHHOI OTOTOKCUMYHOCTBIO aMUHOTJIMKO3UIOB Ha (DOHE TapreT-
Hoii Tepanuu. [lepcoHanuzaius JiedeHus: U TpoUIaKTUKK 3TUX (HOPM MATOJOTUHU Y AETEl CIIOCOOCTBYIOT YMEHbBIIEHUIO
PUCKOB, UTO OTIpEaeIsieT HEOOXOIUMOCTh Pa3pabOTKH CIICIINATN3UPOBAHHBIX aJITOPUTMOB HAOTIONCHYS. YCTaHOBJIEHA He-
00xonuMocTh AU hepeHIMPOBAHHOIO MOAX0Ja K MOHUTOPUHTY CIIYXOBOM (DYHKIIMU Y OOJIbHBIX C MYKOOOCTPYKTUBHBIMU
00JIE3HSIMU JIETKUX.
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Summary

Introduction. Cystic fibrosis (CF) primary ciliary dyskinesia are hereditary diseases characterized by impaired mucociliary
clearance and chronic respiratory tract involvement. Aim. To present current literature data on the pathogenesis of hearing
loss in muco-obstructive lung diseases and detect risks of aminoglycoside ototoxicity under the modulating therapy for CF in
children. There was performed an analysis of scientific literature data from international databases (Scopus, Web of Science,
PubMed) and Russian scientific libraries (¢eLIBRARY.RU, CyberLeninka). Differences in the nature of hearing loss in CF
and primary ciliary dyskinesia were established. For the primary ciliary dyskinesia there is characteristic hearing loss, whereas
in CF the risk of sensorineural hearing loss persists due to the ototoxicity of aminoglycosides caused by targeted therapy.
Personalized treatment and prevention of these forms of pathology in children help reduce risks, necessitating the development
of specialized monitoring algorithms. The need for a differentiated approach to monitoring auditory function in patients with
muco-obstructive lung diseases has been established.
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Baenenne

MyKOOOCTPYKTUBHBIE O0JIE3HU JIETKUX — MYKOBUCLIU-
no3 (MB) u nepuuHas nunuapHast auckunesust (ILHIA) —
TeHETUYECKME TOJIMOPTaHHbIE 3a00JIeBaHUsI, MPOSIBIISIO-
IIKMecs] MPEeUMYIIEeCTBEHHO OPOHXOJErOYHOM MaTOJOrUei
[1-3]. Yka3aHHble (pOpMBI TTATOJIOTMU CBSI3aHBI C Hapy-
meHueM MykolwimapHoro kiaupeHca (MLK), Ho umerot
pa3Hble MEXaHU3Mbl U KJIMHUWYECKWEe mposBiaeHus [4, 5].
MIIK — 3To BaxXHBIN 3allIMTHBIA MEXaHU3M JbIXaTeJb-
HOM cHUCTeMbl, KOTOpPbIM oOecreurnBaeT OYUILIEHUE AbIXa-
TETbHBIX MyTEH OT MHOPOIHBIX YACTUIL 1 MUKPOOPTAHU3-
MOB [6]. DTOT Mpoliecc ocyliecTBsieTcs 6aaroaaps coria-
COBaHHOM paboTe NBYX OCHOBHBIX KOMITOHEHTOB: CEKpeTa,
KOTOpPBIN BbIpadaThiBaeTCsl OOKAJIOBUAHBIMU KJIETKAMU
U TIOJICIU3UCTBIMU KeJIe3aMU, U COPYKECTBEHHOTO JIBU-
KEHMST PeCHUYEeK, MUKPOCKOTTMYECKUX BOJOCKOBUIHBIX
CTPYKTYpP Ha TOBEPXHOCTU PECHUTYATHIX KJIETOK SITUTEITHS
JbIXaTeNbHbIX TyTel [7]. Babixaemble yacTulibl (MOJUTIO-
TaHTbI, AJJIEPreHbl, MUKPOOPraHU3MbI, IMATOTEHbI) MO-
MajaloT B JbIXaTeJbHbIC MYyTU W 3a[epKUBAIOTCS B CIIOE
cu3u. PecHUYKM cOBEpIIAIOT COTJIACOBAaHHBIE BOJTHOOO-
pa3Hble NIBUXKEHUS, TPOJBUTAs CM3b, TTOKA CJIU3b C 3aXBa-

Received: January 23, 2026
Accepted: February 10, 2026
Published: February 27, 2026

YEeHHBIMH YaCTHIIAMU HE TOCTUTHET HOCOIIOTKHU, TIe OHA
JIMOO OTKAIIIMBAETCs, IMOO MporaTeiBaeTcs [8].

MB Bo3biBaetcst mytauusimu B reHe CFTR (Cystic
Fibrosis Transmembrane conductance Regulator) —
TpaHCMEMOpPAaHHOM pPETYIITOpe CHHTe3a Oelika, pery-
JINPYIOIIETO TPAHCIIOPT MOHOB XJIOpa 4epe3 KICTOUHBIC
MeMOpaHbl. HapyiieHust cuHTe3a 6eyka MpuBOIAT K AUC-
OajlaHCy MOHOB XJIOpa U HaTpusl 1 00€3BOXKMBAHUIO CIIU3H-
CTOTO CJIOSI, YTO CITOCOOCTBYET HAKOIUICHUIO TYCTOM CITU3H.
B pesynbrare BeIaEIsSIE MBI CEKPET CTAHOBUTCSI YPE3MEPHO
TYCTHIM ¥ BSI3KHMM. [Ipy 3TOM cTpagaior JIETKME, KeIyI0d-
HO-KUIIIEYHBIM TPaKT, MeUYeHb, MOMKEIyI0OTHas Xeje3a,
MouerosoBas cucrema [9, 10].

IIJI — penkoe HacieacTBeHHOe 3aboJieBaHUE U3
TPYIITE TWJIAONATHIA, B OCHOBE KOTOPOTO JIEKUT He(heKT
VIBTPACTPYKTYPBl PECHUUYCK SIUTEINS PECITUPATOPHOTO
TpakTa U aHAJOTMYHBIX UM CTPYKTYpP (KTYTMKM CIiepMa-
TO30MIIOB, BOPCUHBI (haJUIOMEBBIX TPYO, SIEHINMBI Ke-
JIyIOYKOB M [Ip.), IPUBOISIINX K HAPYIICHUIO X IBUTA-
tenpHOM yHkumum [11]. XapakrepusyeTcs TopakeHHeM
BCEX OTAEJIOB PECIIMPATOPHOro TpakTa ¢ (HOPMUPOBAHUEM
XPOHUYECKOTO BOCHAIMTENIBHOTO IIpoliecca, HapyIICHU-
eM (epTmibHOCTH (OeCIIOnUe, TPEUMYIIECTBEHHO MYX-
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CKO€, IKTONMMYECKIe OepeMEeHHOCTH Y KeHIInH). OKoJio
nosoBUHBI 00JbHBIX TTH ] MMetoT noJiHOe WX HEeMoJIHOe
00paTHOE PacroJIoXKeHNE BHYTPEHHUX OPTaHOB C pa3inyg-
HBIMU BapHaHTaMH reTepoTakcum (cuHapoM KaprareHe-
pa). DTO ayTOCOMHO-pELIECCUBHOE 3a00JIeBaHUE, CBSI3aH-
Hoe ¢ MyTanusMu 6oiiee yeM B 40 renax [12, 13].

Ieap 0630pa: MpeACTaBUTH COBPEMEHHBIC CBEICHUS
0 TaTOreHe3e TYTOYXOCTH MPU MYKOOOCTPYKTHUBHBIX 00Je3-
HSIX JIETKUX, OTIPENEIUTD Pa3INIusI HapyIIeHU ciayXa Ipu
MB u I/, ycTaHOBUTb PUCKH OTOTOKCUYHOCTHA aMHUHO-
[JIMKO3MAOB IIPU MOLYJIMPYIOLLEH TapreTHoi Tepanuu MB
y neteil. Takue cBeneHUs] HEOOXOAMMBI JJIsI TOTO, YTOOBI
BBISIBUTh 3HAUMMOCTBH THUIIOTE3BI O TOM, YTO TYTOYXOCTh
y 9TUX OOJIbHBIX — HE PeAKOe OCJIOXHEHUE, a COUueTaHHasI
¢opma maroornu, Tpedylomas 0coo0ro BHUMaHUS.

Bo3MoxkHbIe MPpUUKMHBI CHUXKEHUS cayxa Kak mpu MB,
tak ¥ nipu [T/ cBsi3aHBI ¢ pa3IUYHBIMU MeXaHM3MaMU.
Bo-mepBrIX, HapymeHHS MYKOIWJIMAPHOTO TPaHCIIOP-
Ta U XPOHWYECKWI BOCTAIUTEIbHBIN TIPOLECC MPUBOIAT
K KOHIYKTUBHOM TYTOYXOCTHU TIPU PacIpOCTpaHEHUU BOC-
najeHus TyoapHbIM nyTeM [8, 14, 15]. Bo-BTOpHIX, y OeTeil
¢ OpOHXOJIETOYHOI MaTOJOTMell COXpaHsSeTCs HeoOXOoau-
MOCTb HCIIOJIb30BaHUSI aMUHOTJMKO3UIOB, SIBISIOIIUXCS
KOXJIEOTOKCHYHBIMU ITpernaparami [ 16—19]. Onpenenénnoe
3HAUEHUE UMEIOT TakKKe OCOOEHHOCTU TE€UEHUS U OCJIOXKHE-
HMST MYKOOOCTPYKTMBHBIX 00JIe3HEH JIETKMX M HATMYKE CO-
MyTCTBYIOIINX TeHETUIECKUX HapymeHuit [20].

[IpoBeneHbl aHaIU3 JAHHBIX U CHUCTeMaTU3allUsl Ha-
VUHBIX ITyOJUKAIWA, MPeACTaBICHHBIX B MEXIyHApPOI-
HBIX 0azax maHHBIX (Scopus, Web of Science, PubMed)
u poccuiickux HayuyHbix ouonumotekax (eLIBRARY.RU,
KubepJlennHka).

ITaTtodusunonorus napymenuii ciyxa npu MB u LT

ONUTENN, BBICTWIAIOIIMNA CIU3UCTYIO 000JIOUKY
CpPEIHETO yXa, SBJSIEeTCS BUIOM3MEHEHHBIM SITUTEIINEM
BO3IYXOHOCHBIX NYTel, MPOHUKAIOIIKM B OapabaHHYIO
TOJIOCTh Yepe3 CIyXoBylo TpyOy. Cimsucras 000J09Ka
CIIYXOBOU TpYOBI TOKPBITA MepLATeIbHBIM SITUTEIAEM,
BKJIIOYAIOIIUM PECHMUTYAThie, OOKaJOBUIHbBIC, BCTaBOY-
Hble U 0a3anbHble KieTKU [14]. OTHoOIEeHME MeplLaTelb-
HBIX KJIETOK K OOKAJIOBUIHBIM B IIEPEIOHYATO-XPSIIIIEBOM
oTmesie ciayxoBoil Tpyosl — 5:1. B KocTHOM otaene ciy-
XOBOI TpPYyOBI CIM3MCTast 000J0YKAa 3HAYMTEIHHO TOHB-
IIe U 10 CBOEMY CTPOCHMIO IPHUOJIIKACTCS K CIM3UCTOMN
obosiouke OapabaHHO# mojioct. OHa TakxXke BBICTIaHa
MepHaTeIbHBIM 3TUTEIMEM U CONCPXUT OOKaJIOBUIHBIC
kiaeTku. KoinyecTBo Xen€3 B COOCTBEHHOM IMJIACTUHKE
110 CPAaBHEHUIO C XPSIIEBbIM OTAEIOM HECKOJIBKO CHIKE-
HO. DniuTennii 6apabaHHOI TTOJIOCTH BOJU3U YCThSI CIIyXO-
BOM TPYOBI HUJIWHIPUIECKUI MepHaTeIbHBINA, CONEePKUT
HeOOoJIbII0e KOJMYECTBO OOKATOBUIHBIX KJIeTOK. ITo Mepe
VIAJCHUS OT YCThsI CIIyXOBOI TPYOBI SIUTEJINIT CTAHOBUT-
Cs OMHOCJIOMHBIM KyOMYECKHM, a B PETPOTUMITAHATBHBIX
oTIejaX — OMHOCIOWHBIM IJIOCKHMM C PEIKWMU PECHUY-
Kamu. B cocraBe ciausuctoit 000J0YKM B 00JIACTU IIPO-
MOHTOPHUSI MHOTO CEKPETUPYIOIINX U HECEKPETUPYIOIINX
LHWIMHAPUYECKUX KJIETOK, MaJlo PECHUTYATBIX U COBCEM
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Majio OOKaJOBUAHBIX KJIETOK. TOMIIMHA CIU3UCTON 000-
JIOUKU M BBIPAKEHHOCTb NUMGOUIHON WHGUIBTPALINN
TakKe MOCTENEHHO YObIBAIOT B HAMIPABJACHUU 3MUTUMIIA-
HyMa, 4TO OOBSICHSIET YMEHbIIEHUE MPOIYKIIMU CEKPETOP-
HBIX UMMYHOTJIOOYJTMHOB Pa3IMYHbBIX KJIACCOB OT YCThSI
CJTyXOBOIi TpyOBbI K aHTpyMmy [14, 15].

Crolikast KOHIYKTUBHAsI TYTOYXOCTh Ha (hoHE AuChyH-
KLU CIYXOBOU TPyOBI CBSI3aHA C XPOHUYECKUM PUHOCH-
HycuToM U HapyuieHueM MIIK y manueHTOB ¢ MyKOOO-
CTPYKTUBHBIMU 3aboneBaHusiMu [21, 22]. Hapyuienus
MPOXOIUMOCTH CITYXOBOU TPYOBI MPUBOISIT K CHUXKEHUIO
naByieHUsl B 6apabaHHOI MOJIOCTU, UTO 3aIlyCKaeT KacKaj,
MaTOJIOTUYECKUX U3MEHEHUI: HApacTaeT OTEK CIAUZUCTOMN
000JIOUKH, YCWIMBAETCSl TpaHCCyHalus, yCyryossiomas
HapyueHus: MUKpouMpkynsuuu. Co BpeMEHeM pa3BU-
BaeTCsl MeTaIula3usl SMUTENUST — 3allUTHBIA TUTOCKUI
SNUTeNNi O0apabaHHOI TOJIOCTU CPEIHEro yxa 3amella-
€TCsl CeKPETOPHBIM LMINHAPUYECKUM, C OOMJIbHBIMU 00-
KaJIOBUTHBIMU KJIETKAMU, aKTUBHO BbIPA0ATHIBAIOIIUMU
cu3b. [lo Mepe HaKOIIEHUST SKCCynaTa U Mporpeccupy-
IOILIETO CHUKEHUST adpaliii cpeHero yxa hopMupyercs
TMOPOYHBIN KPYT, MOAAEPXKUBAIOIIAN XPOHU3ALUIO TTPO-
ecca [23, 24].

Benyuue naTorenbl

IMpu MB u ITL y neteii HapyieHUsT GyHKIIMOHUPOBA-
HUS CUCTEMBI MYKOLIMJIMAPHOTO TPAHCIIOPTa CIIOCOOCTBY-
0T CO3MaHUIO UIeaIbHOM Cpelbl 111 KOJOHU3ALUN AbIXa-
TEJIbHBIX ITyTei MaTOreHHOU MUKPOOUOTOI, UTO BbI3bIBAET
MIPOTPeCcCUpYyIolIee TeUCHNE MAaTOJIOTUN JIETKUX, a B CIIy-
yae MopakeHusl BEPXHUX IbIXaTeJbHbIX MyTeil MPUBOIUT
K PEeUMIMBUPYIOIIMM M XPOHWUECKUM CPEIHUM OTHTaM
[14, 15]. BakTepuanpHblii (DOH MpPU STUX 3200JIEBAHUSIX
TakxKe MMeeT XapakKTepHble ocooeHHocTU. [Ipu MB uH-
dekmm yaire BhI3bIBAIOTCS CIIeINGUISCKMMU TTaTOTeHAa-
Mu. Staphylococcus aureus (41acTO METUIIUJUTMH-PE3UCTEH-
THbIE — MRSA) — omgHa M3 mepBbIX KOJOHU3UPYIOLIUX
bakTepuii, 0COOCHHO y nmeteli, Pseudomonas aeruginosa —
TpaMOTpHIIATETbHAS TIOABIDKHAS OaKTepUs MMAIOYKOBUI -
HOI (hOpMBbI — SIBJISIETCS KJIIOUEBLIM MaToreHoM npu MB,
dopmupyeT OMOTUIEHKU 1 YCTONYMBBIC IITAMMBI, XPOHM-
YyecKasi KOJIOHU3AUMsT KOTOPEIMU acCOLIMUPOBAHA C YXYI-
1eHueM (YHKIMKA UMEHHO JIErKuX. BepxHue nbIxaTesib-
HBI€ MYTH, B OCOOCHHOCTH HOCOIJIOTKA M OKOJIOHOCOBBIE
MMa3yXu, BEICTYITAIOT TIEPBUYHBEIM pe3epBYapoOM U KPUTH-
YyecKoi 30HOM amanTtauuu mis P. aeruginosa, oTKyna oHa
BIIOCJIEICTBUM PACIIPOCTPAHSICTCS] B HIDKHUE IBIXaTEeTb-
Hble MyTU. Y TpenpacrnojioXeHHBIX nauueHtoB ¢ MB
P. aeruginosa cHauajla KOJJOHU3UPYET BEPXHUE IbIXaTeIb-
HbIE MYTU, TAe B yclIoBUsIX HapyleHHoro MIIK npoucxo-
AT e€ KITIoueBas afanTallns: IPUKPeTUIeHUE K SITUTEIINIO,
dopmMrpoBaHUe 3aIUTHON OUOTUIEHKH U ITePeX0 B MyKO-
nnHblil peHotun [25]. [Mocae 3akpenaeHus B 9TOM «I1jlall-
IapMe» OaKTepus IPEUMYIIECTBEHHO Yepe3 MUKPOACIIH-
paluio UHOGUIMPOBAHHON CIM3W MUIPUPYET B OPOHXU
U JIETKUE, THUITUMPYS XpOHUIECKyIo nHpekuo. MMeHHO
ITO3TOMY paHHee BBISIBJICHUE W dpaguKauust P. aeruginosa
U3 BEPXHUX IbIXaTeJIbHbBIX MyTEH SIBJISIETCS KJIIOUEBBIM 3BE-



Poccuncknin negnatpuyecknia >kypHan umeHun M.A. CtygeHnknHa. 2026; 1(1)

8 doi: https://doi.org/10.46563-1-2026-45-52

HAYYHbI OB30P

HOM TIpO(MUIAKTUKN TSKEJBIX MMOpakeHUi JNErkux [26].
OOHapyxXuBaroTcs Takxke Burkholderia cepacia complex —
OomnacHble MYJIbTUPE3UCTEHTHbIE OaKTepUHu, CIIOCOOHBIE
BBI3BIBATh TSDKENBIC TTHEBMOHUM U, pexke, Haemophilus
influenzae. Takum o6pazom, npu MB ocHoBHoOII GakTe-
puanbHbINA (DOH CBSI3aH C KOJOHM3ALUMEN HUXHUX JIbIXa-
TeJbHBIX TyTeil. CpemHee yXo Yallle IopaxkaeTcsT IPYTUMU
MaToreHaM¥, KOTOpBIC SIBJISIOTCS BEOYIIUMU OaKTepy-
aJIbHBIMUM BO30yauTensiMu Y 0osbHBIX TTL, TakuMu Kak
Streptococcus pneumoniae u Moraxella catarrhalis. Tlocnen-
Hss, Kak U H. influenzae, SBasgeTCsS 4aCTbIM BO30OyIUTENEM
xpoHnveckux nHbexkumii mpu ITLJI 1 BeiceBaeTCs TakxKe
MPpY XPOHWYECKUX CPETHUX OTUTAX. P. aeruginosa 4acto
BBISBIISIETCS TIPU TTPOTPECCUPOBAHUN 0OJIE3HU, HO pexe,
yeM npu MB, S. aureus (Bxkimoyas MRSA) BcTpevaeTcs,
HO HE TaK 4acTo, Kak nmpu MB [26].

Hapymenus cayxa npu MB u ITIT

Aynronornyeckoe 00CIeqoBaHNE TOCTATOYHO OO0Jb-
1LI0# rpyTnel neteit ¢ M B mokaszano cpaBHUMYIO (MU Jaxke
MEHBIIIYI0) C OOIlel Momyasiuuell pacrnpoCcTPaHEHHOCTh
KOHIYKTUBHOI Tyroyxoctu (2,4%) [27]. Takum obpasom,
MOXHO TOBOPHTH O HOPMaJIbHOM (PYHKIIMOHUPOBAHUN
noJsiocTelt cpenHero yxa npu MBy nereit, Borpeku oxxuaa-
HUSIM, CBSI3aHHBIM C BBIPAXKCHHBIM ITOPaXKeHNEM BEPXHUX
JbIXaTeJIbHBIX MTyTel Ha (poHe maHHOTO 3a00/eBaHus [28].

OOparHasg cutyaumsi Haomogaercs y gereit ¢ TTLI.
ITpakTnuecku y Bcex nauueHToB ¢ [TLJI B neTckoM 1 noj-
POCTKOBOM BO3pacTe HaOJIONAIOTCsI XPOHUYECKUE IKC-
CyIaTHUBHbBIE OTUTHI U CBSI3aHHASl ¢ HUMU KOHIYKTUBHAS
TYTOYXOCTb Pa3IU4IHOM crerieHM Tskectu [29, 30]. Ilpm
IILJI pa3BuBaeTcsl TUMUYHBIA CUMITOMOKOMILIEKC,
BKJTIOUAIONIMN pEeUMAUBUPYIOIIUE WHMEKIIMU BEPXHUX
(PMHUTBI, CHHYCHUTBI) M HUKHUX (OPOHXUTHI, THEBMOHUM )
JbIXaTeJIbHBIX MyTel, a Takke nopaxkeHus: JIOP-opraHos
(cpegHue OTUTHI). DT OCOOEHHOCTU AeOI0Ta U TECUCHUS
3a00JIeBaHUS TPEOYIOT OT MEAMATPOB, OTOJAPUHTOJIOTOB
U CypAOJIOTOB MOBBIIIEHHOW HACTOPOKEHHOCTH.

VYV o6oabnbix T/ yke B paHHeM AETCKOM BO3pacTte
pPa3BUBAIOTCS PELMINBUPYIOIINE WM XPOHUICCKUE NIBY-
CTOPOHHUE 9KCCYIaTUBHBIC CPETHUE OTUTHI, TIPUBOISIIINE
K CTOMKOMY CHUKeHUIO cinyxa [31]. XoTsI TUMITAaHOCTOMUS
(luyHTHpOBaHUE) 0OecreuyuBaeT ObICTPOE YyAAJIeHUE IKC-
cylata U BOCCTAHOBJICHUE ClIyXa, YTO KPUTUYECKU BaxKHO
IUIST TIPOGUIIAKTUKM 3aePKKU PEYeBOr0 M KOTHUTUBHO-
TO pa3BUTHUS AeTell, Yy JaHHOI KaTeropuy IMAallMeHTOB OHAa
COTpsKeHA C BBICOKMM PUCKOM OCJIOKHEHWIT: peaKTHUB-
HBIM 00pa30BaHUEM TPAHYJ/ISIINMA U TTOJIUIIOB BOKPYT IITyH-
Ta, CTOMKON mepdopallny IOCcIe ero yoadeHusT U TPYIHO
MoJaroIencsl JeYeHUI0 TIEPCUCTUPYIOLIE OTOPEeU, KO-
Topasi MOXeT CyOBEeKTUBHO TEPEHOCUTHCS TsDKeIee, YeM
HWCXOMHAsT TYroyxocTh [32]. JlonrocpoyHble HAOTIOACHUS
3a 34 6onbHbiMu I B TeueHue 9,5 jieT He BBISIBWIU
HU OAHOTO ciydasi GOpMUPOBAHUST TPUOOPETEHHOI X0JIe-
cTeaToMBI Ha (pOHE XPOHMIECKOTO SKCCYIATUBHOTO Cpe-
HETo OTWUTA Y JAHHOM TPYIIIHI MallMeHTOB. DTO CBSI3aHO
¢ natoreHe3oM ITLJ/I: mocTossHHOE HanU4YKe BSI3KOTO DKC-
cyIaTa MeXaHWIECKU TIPEISITCTBYET PETPAKIINKY KapMaHOB

OGapabaHHOI MePETTOHKN — KIJIFOUeBOMY 3TaITy B pa3BUTHH
xojiecteatoMbl [32]. JlaHHBIE (baKThl CBUIETEILCTBYIOT
B MOJIL3Y AU GEpEeHLIMPOBAHHOTO TTOAX0Aa, CMEIIAIOIIETO
aKIIeHT ¢ PYTMHHOTO IIYHTUPOBAHUS Ha CTpPaTeTUIO aK-
THBHOTO MOHHMTOPWHTA M ayIWOJOTUYECKOTO KOHTPOJIS,
Ipu KOTOPOM pellleHHe 00 orepaluu TOKHO OCHOBBI-
BaThCS Ha CTETICHN KOHIYKTUBHOM TYTOYXOCTH, a HE TOJIb-
KO Ha HaJIMIM¥ 3Kccynata. [Ipy 3ToM, HeCMOTpsI Ha BbI-
COKYIO YaCTOTY XMPYPTrAYECKUX BMEIIIaTeIbCTB B aHAMHE3e
(mo 60% y meTeil B cTapLiuX IPyIiax), OHU 4acToO HE JalOT
0XMJAeMOT0 BBIPAXKEHHOTO U JOJTOCPOYHOTO 3ddeKTa,
YTO MOMYEPKMBAET MPUOPUTET KOHCEPBATUBHOIO Bee-
Hus. Tepanus aKccyaaTUBHOTO cpeaHero oruta npu TTLJT
HOCHUT KOMIUIEKCHBII XapaKTep M HampaBjieHa Ha YiIyd-
menue MK [14, 15]. OHa BKIIOYaeT peryiasipHbIii TyajleT
IIOJIOCTU HOCa, MPUMEHEHUE TOIMMYECKUX TITIOKOKOPTH-
KOCTEpPOUIOB TPU aJJIEPTUYECKOM KOMITOHEHTE, KypcCo-
BOM MpUEM TepOpalIbHBIX MYKOJUTUKOB (aMOpPOKCOJ,
KapOOLIMCTEUH), a TIpU OOOCTPEHUSIX CUHYCUTa — aHTU-
OGakTepuaJbHYIO Teparuio, TPEaIOYTUTETbHO ITapeHTe-
paJIbHYIO WIM TEPOPabHYIO B BBICOKMX M03aX C YUYETOM
YYBCTBUTEILHOCTH MATOTCHHON MUKPOOMUOTHI K aHTUOMO-
THKaMm [26].

OTOTOKCHYHOCTh AMHUHOIIMKO3UI0B

IMTauumentam ¢ MB u I1LJI npu BhIsIBIEHUU B MOKPOTE
P. aeruginosa u MRSA pekoMeHI0BaHbl KOMOMHAIIUM aMU-
HOIJIMKO3UIOB C liedhansocnopuHaMu 3—4-ro IMOKOJEHUS
B MaKCHMMAaJIbHBIX BO3PACTHBIX J03aX IperapaToB. AMIMHO-
TJIMKO3UIEI B TA0JIETUPOBAHHBIX M BHYTPUBEHHBIX (hopMax
MOTYT HaKaIJIMBaTbCS B BHICOKUX KOHLEHTPALUsIX B SHI0-
numMbe 1 iepuimMde BHYTPEHHETO yXa, IIeproI IIOJTyBhIBe-
JIeHUs] TIpY BBEIEHNM HECKOIbKUX 103 — 110 30 nHeit. OTo-
TOKCUYHOCTb MOXET IIPOSIBJSITbCS KOXJIEOTOKCUYECKUM
(TTpeMMYIIECTBEHHO ITYMOM B YIIaX M CEHCOHEBPATbHOM
TYTOYXOCTBIO, KOTOPYIO MAIIMEHTHI JETCKOTO BO3pacTa MO-
I'YT 1 HE OCO3HaBaTh) U BECTHOYJIOTOKCUUYECKUM (TOJIOBO-
KpY>XEHMe, TOIIHOTA, pBOTA, HUCTArM, aTaKCHsl) IeMCTBUEM
[18, 19, 33]. HeomuuuH siByisieTcsl HauboJjee KOXJIeo- U BeC-
THOYJIOTOKCUYHBIM TperapaToM, 3aTeM B MOpsiike yObIBa-
HMSI TOKCUIHOCTH DPACTIOJIaraloTCs TeHTaMMIIMH, KaHAMM-
1IMH, TOOpaMUIIMH, aMUKALUH, HETWJIMULIMH [33, 34].

AMUHOTJIMKO3U bl TPEOA0JIEBAIOT FeMaTOIa0MPUHTHbI
Oapbep B COCYIHCTOM IIOJOCKE YJIMTKM BHYTPEHHEIO yxa
¥ TIPOHUKAIOT B SHIomM®y. Jlajee OHM ITOCTYIAIOT B BO-
JIOCKOBBIE KJIETKU IBYMSI OCHOBHBIMU IMYTSIMU: PELIENITOP-
HO-OIIOCPENOBAaHHBIN (harolMTO3 U KaHAJIbl MEXaHODJIEK-
TPUIECKOM TpaHCOyKUMH. [1oImaB BHYTPh KJIETKHA, aMUHO-
[JIMKO3UIbI OJOKUPYIOT MOTEHIMaI3aBUCUMBbIE KalleBbIe
KaHaJIbl, Hapyllas penoyisipu3alivMio U BbI3bIBasl CTOWMKYIO
JIETTONISIPU3ALINIO MEMOPAHEI, 9TO CIIOCOOCTBYET THOCIIH BO-
JIOCKOBBIX KJIETOK; CBSI3bIBAIOTCSI C MHOXKECTBOM LIMTOILIA3-
MaTUYECKUX OETKOB, HEKOTOPBIE M3 KOTOPBIX, BOBMOXKHO,
NIE3aKTUBUPYIOT MOJICKYJTy aMIHOTJIMKO3WIA W pa3pyIIaloT
MUTOXOHAPUM, CXOXME IO CTPYKTYpe C OaKTepualbHbIMU
opraHeJUIaMM, BBI3BIBasi BHIXOI IIPOATIONITO3HBIX (haKTOPOB
W OKHMCIIUTEIbHBIX (DEpMEHTOB B LIMTOILIA3MY, 3aITyCKalo-
IIMX OKUCIUTENbHBIN cTpecc u anonTo3 [33].
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XOTS MHUTOXOHIpPHUAIIBbHBIE PUOOCOMBI M ITOXOXH Ha
OakTepuaibHble, aMUHOIIMKO3UIbI PEIKO ITOBPEXIAIOT
KJIETKU YeJI0BeKa MpU OOBIYHOM MPUMEHEHUHN. DTO CBsI3a-
HO C IBOMHOU MeMOpaHO MUTOXOHIPUIA, KOTOpasi 1efiCcT-
BYeT KaK 0aphep M MeIlIaeT JIeKapCTBaM IIPOHUKATh BHYTPh
OpraHeJibl. AMUHOTJIMKO3UIHbIE aHTUOWOTUKUA TIPOBO-
LIUPYIOT OBICTPOE U HEOOpaTMMOE Pa3BUTUE TYTrOYXOCTU
P HAJIWYUU OOCTATOYHO PEAKOU MYTAlMU C 3aMEHOU
15554 va G n 1494C na T B muroxoHapuanbHoit JIHK,
IIpH 3TOM (POPMUPYETCST TTPEUMYIIECTBEHHO IBYCTOPOH-
Hs1s1 Tyroyxocth I1I—IV crenenu, naxe mpu omIHOKpaTHOM
MMPUMEHEHUM aMUHOTJINKO3UIOB [35].

CornacHO HAaHHBIM psiga MAacIITaOHBIX MeTaaHaJIM-
30B HE BBISIBJICHO 3HAUMMBIX KOPPEISLNI MEXIY 4acTo-
TOI Pa3BUTUS TYTOYXOCTU U MPUMEHEHUEM BBICOKHX 03
aMWHOIJIMKO3UI0B (TeHTaMUIIMH, TOOpaMUIIMH, aMHUKa-
LKH) B o0wei nonyastuuu [36, 37]. Tem He MeHee IPYIIIb
pucKa, neauaTpuuyeckrue U repoHTOJOrMYecKHue MalueH-
ThI TIPU UCXOAHO HApYIIEHHON (DYHKIIMU cliyxa TpeOyloT
0cO00r0 MOHMTOPUHTA B CBSI3M C IOTEHIMAJIBHON OTO-
TOKCUYHOCTBIO [38]. Takke BO3meiicTBHE T'POMKOIO 3BY-
Ka 3a 2 Mec J0 BBENEeHUS aMUHOTJIMKO3UIOB YCUJIMBAET
OTOTOKCHYHOCTD 10 CPAaBHEHMIO C TAKOBOI MPU BBEACHUU
aMUHOTJIMKO3UIOB 0€3 MmpeaBapuTebHOro mryma [39].

Myrtanuun CFTR, mpuBopsiine K ToTepe (QYHKIIMU
oenka nmpu MB, MoryT ymeHblIaTh OTOTOKCUMYHOCTD aMU-
HOIJIMKO3UIOB U3-3a HAPYIIEHUS UX TPAHCTIOPTA B KJIETKU
yiutku [40—42]. TIpu 5TOM HYXXHO YUYMTHIBATh, YTO Tap-
retHast Teparust (Monyiasitopel CFTR) MOXeT BOCCTaHaB-
JINBATh 3TOT TPAHCIOPT, MOTEHUMAIbHO ITOBHIIIAS PHUCK
otoTokcuuHoctu [43]. B nHamem ILleHTpe cypmojorom
Habmonancss 6onbHO MB 14 met (romosurora F508del
CO CpemHeTsDKENbIM TedeHMeM MB) Ha ¢doHe TapreT-
Hoil Tepanuu ¢ aBrycta 2022 r. mo mapt 2023 r. EMy 6611
NpUMeHEH aMuKalH B 2023 r. B TepaneBTUYECKON 103¢
rmapeHTepabHO. [1pu KOHTPOIBHBIX UCCICTOBAHUSIX CIIy-
Xa, B TOM YHCJIe TP BBICOKOYACTOTHOI TOHAJIBHOM I10-
pPOTOBOI ayIMOMETPUHU, HE OBUIO BBISBJICHO MOBBIIICHMS
MOPOroB CiyXa WJIM CHMXXEHMS TOpOroB mucKomdopra.
Tem He MeHee OonbHble MB, monyuwarliue TapreTHyO
Teparuio, TPy HeOOXOMMMOCTHU IIPUMEHEHUSI aHTHOMOTH -
KOB aMMHOTJIMKO3UIHOTO PSIIA TOJDKHBI HAXOMIUTBCS IO
HaOmoneHueM cypaosora. [1pu BISIBIEHUM paHHUX CITy-
XOBBIX PACCTPOMCTB HEOOXOAUMO MPEKPATUTh KYypC aHTH -
OMOTUKOTEPAITAM, YTO TTO3BOJIMT MIPEAYIIPEINTh PA3BUTHC
CHIDKEHMS ciTyXa. MHTaIsIMoHHbIe (POPMBI AMUHOTJINKO-
31UI0B JIEMOHCTPUPYIOT OoJiee OJaronpusiTHBIN Mpobhuib
0€30MacHOCTU B OTHOLLIEHUM OTOTOKCUYHOCTU Oaroaapst
MUHUMAaJIbLHOM CUCTEMHOIT abcopoumu [44].

[Tpn HeoOGXOMMMOCTH Ha3HAYCHMST aMUHOTIMKO3HUIOB
MapeHTepaibHO, BHE 3aBUCUMOCTU OT TapreTHOM Tepa-
nuu, naumeHtam ¢ MB u TTLJ] BaxxHo oOpaiiatb BHUMA-
HHE Ha TIOSIBJICHNE CYObeKTUBHBIX CUMIITOMOB, TAKMX KaK
IIYM B yIIIaX WX TOJIOBOKPYKEHHUE, KOTOPbIE MOTYT OBITh
PaHHUMU MPU3HAKaMU OTOTOKCHMYECKOTo nelictBus. [1pu
BO3HMKHOBEHUH ITOTOOHBIX TTPOSIBIICHUI ITOKAa3aHbI OTME-
Ha aMHHOTJIMKO3UIO0B U IIPOBeIeHNE TOHAIBHOI TTOPOTO-
Boi1 aynnomeTpun. PekomeHnyeTcst u3doeraTb CO4ETaHHOTO

REVIEW

TPUMEHEHUSI C IPYTUMU OTOTOKCUYHBIMU TIperapaTtamu,
MEeTJIeBbIMU AUYpPEeTUKAMU. Y OOJbHBIX C OTSTOIIEHHBIM
CceMeiTHBIM aHAMHE30M 10 TYTOYXOCTH ITOCIe IprUéMa TeH-
TaMUIIMHA HEOOXOIMMO FeHETUYECKOEe TeCTUPOBAHUE IS
BBISIBJIEHUSI MyTaluil (Hanpumep, 41555 Ha G) [45]. 3awmum-
Ta OT OTOTOKCUYHOCTH aMUHOTIJIMKO3UIOB OblIa ToKasa-
Ha JIJISI IIMPOKOTO CIeKTpa aHTUOKCUAAHTOB (Hampumep,
N-auerunuucrernHa, D-MeTHOHUHA, JTUIIOEBOM KUCIIOTHI,
kodepmenTta Q10, Buramuna E) [36, 37, 46]. Canuunia-
THl CYMTAIOTCS aHTMOKCUIAHTHBIMH IIperapaTaMmu, CIIO-
COOHBIMM CBSI3bIBaTh CBOOOMHBIE PaIMKallbl KUCIOPOIA.
OOHapyxXeHO, YTO MIPUMEHECHNE acIIUpUHA IIPU Tepartnu
AMUHOIJIMKO3UJIAMU CHUXKAET CTEIEeHb MOTepU HapyKHbIX
BOJIOCKOBBIX KJIeTOK [47].

CrayxonpoTe3upoBaHue y 00ibHbIX M B B cTapiieM Bo3-
pacTe SIBJISIETCSl BaXXHBIM HalpaBlieHUEeM peaduIuTaluu,
HaIIPaBJICHHBIM Ha KOPPEKIIMIO CTOMKONW CEHCOHEBPAJIb-
HOU TyroyxocTu npu e€ pa3putuu [48]. CHUXeHue ciayxa
HAYMHAETCSI C BHICOKMX YaCTOT, ITOCTEIIEHHO ITPOTrPecCH-
pysa. TakTvka ocHOBaHa Ha ayJIMOJOTUYECKOM KOHTpPOJIE
1 ipu opmax TyroyxocTu, 3aTpyQHSIIOLIMX KOMMYHUKa-
LIMIO, BBI3BIBAIOIIMX CJIIOKHOCTU B OOYYEHUU B OOJIBIIMX
ayIUTOPUSX U TIPU OOIIICHUY B IITYMHBIX CUTYaIINsIX, TTIOKa-
3aHO MPOTE3UPOBAHUE ITU(PPOBBIMU CIYXOBBIMM arapa-
TaMH, o0ecTieunBarOIINMU 3P(MEKTUBHYIO KOMIICHCAITHIO
BBICOKOYACTOTHOM TMOTEPHU U yAydllIeHUEe pa30opuUBOCTU
peun B myme. KITFoUeBBIMU OCOOCHHOCTSIMU SIBJISTFOTCST
HEeoOXOAMMOCTh yuéTa OOIIEero COMaTUYECKOro cTaTyca
0OJILHOTO, BO3MOHOTO HaJIWYWs COITYyTCTBYIOIIEH Tia-
TOJIOTUM CPETHErO yXa, a TakKe TeCHOE B3aMMOICICTBUE
CypIoJsiora ¢ ImyJIbMOHOJIOTOM JUIsl OTIpesesieHusT bailaHca
MEXIY ayTNOJIOTHICCKUMM PUCKAMU U XKU3HEHHOM HEe00-
XOIMMOCTBIO aHTUOAKTepUATbHOW TepaItiu.

3ak/ouenue

Hapyenus ciyxa npu MB u ITLJI HocsT pa3HOOOpa3-
Heiil xapaktep. g T xapakrepHa cTolikass KOHAYK-
TUBHASI TYTOYXOCTb, CBSI3aHHAsI C XPOHUYECKUM CPETHUM
OTUTOM U NMCOYHKIIMEW CIYyXOBOW TpyObl, Tpedyrolas
HACTOPOXXEHHOCTU Bpayell MepBUYHOTO 3BeHa B OTHOIIIE-
HUU 3TOTO TMOJIMOPTaHHOTO 3a00JeBaHUSI U MPOBEACHUS
JUTUTESTbHON TIepUOAMYecKOll KOHCEPBATUBHOW Teparuu,
B TO BpeMs Kak mpyu M B noTeH1IMalbHO COXpaHSIeTCsl pUCK
Pa3BUTHSI CEHCOHEBPAJLHOI TYTOYXOCTH, 00YCIIOBIEHHOM
OTOTOKCUYHOCTBIO aMUHOTJIMKO3UI0B Ha (DOHE TapreTHOM
tepanuu. Ilpodunakruyeckue crparervu (BaKIIMHAIWS
OT TeMO(UJIbHOW WH(MEKUNN, aHTUOKCHUIAHTHas Tepa-
WS TIPY TPUEME aMUHOTJIMKO3UIOB) M MHAWBUAYJIbHBIN
1moadop CXeM JIeUEHUSI MOTYT YMEHBIIUTh PUCK CITYXOBBIX
HapyueHuit y 6onbHbix MB u TTLI.
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Pesiome

Bgenenune. CuHIpoM MOMUKUCTO3HBIX SUYHUKOB (CITKS) — 3HaunMoe 3HAOKPUHHOE HapyllIeHUE, OCOOEHHO 3aTPyqHU-
TeJIbHOE JIJIST IMaTHOCTUKY Y IEBOUYEK-TTOPOCTKOB, KOTa eTo KIIMHUYecKasl KapTuHa KamyhaupyeTcst 1Mo pusnonaormde-
CKue 0cOOeHHOCTH ITybepTaTHOro niepuona. KimouessiMu kiimHmaeckumu mposisineHusiMu CITKS y moapocTKoB sSBasTioTCSt
HapyIIeHUs MEHCTPYaJbHOTO LIUKJIA, TUTIEPAHIPOTEeHHbIE CUMITOMBI U MeTaboIMYecKre U3MEHEHMsI, KOTOPbIE B COBOKYTI-
HOCTH CO3JAIOT BBICOKUIT PUCK HEOJIArOMPUSITHBIX PEMPOAYKTUBHBIX M cOMaTUYecKux nocienactsuii. Lleas 063opa: npencra-
BUTb COBpeMeHHbIe JaHHbIe 0 (hopmupoBaHun CIIKS, ero natoreHese, AMarHOCTUKE U JICUEHUU Y J€BOYEK-TIOAPOCTKOB.
[Touck nuteparypsl npoBoann B 6a3zax naHHbix PubMed, eLIBRARY.RU, Google Scholar, Embase. OTcyTcTBUE yHUBED-
caJIbHBIX nTuarHoctnaeckux KputepueB CITKS mpuBoawT K ero Turep- WM TUMoauarHocTuke. JmarHocTmaecKuii mpo-
1LIECC y IEBOUYEK-TIOPOCTKOB TPeOyeT 0COO0I OCTOPOKHOCTU U AMHAMUYECKOTO TIOX0Aa. 3HAYMMBIMU TUATHOCTUYECKUMU
KPUTEPUSIMU SIBJISTIOTCST CTOMKIE HAapYIIEHUS MEHCTPYAJIbHOTO IIMKJIA B COYETAaHUM C KIIMHUIECKMMU U J1ab0paTOPHBIMU
npusHakamu runepanaporenuu. Jleuenne CITKS y neBouek-moapocTkoB JOMKHO ObITh KOMIUIEKCHBIM U BKJTIOYATh MO~
(ukaumio odbpasa XKU3HU, MEAUKAMEHTO3HbIE U TTPU HEOOXOAUMOCTH albTepHATUBHBIE MOAXoabl. Mcnoab3oBaHue KOMOU-
HMPOBAHHBIX OPAJIbHBIX KOHTPALENTUBOB, MET(OPMUHA U AaHTUAHIPOTEHHbBIX MIPENapaToB MPOBOAUTCS C Y4ETOM UHIUBU-
IyaJIbHBIX OCOOEHHOCTE OOJIBHBIX U TIOJ] CTPOTMM KOHTpPOJIeM Oe30macHOCTU. BaxkHoe 3HaueHre MMeloT 00pa3oBaTesIbHbIe
U TICUXO3MOIIMOHAJIbHBIE TIPOTPaMMBbl, HalpaBJIeHHbIe Ha IMOBBIIIEHWE MPUBEPXKEHHOCTH JIEYSHWIO M CHUXKEHE HeraTuB-
HOTO BJIMSTHUS 3a00J1eBaHMsT Ha KauecTBO XXu3Hu. CBoeBpeMeHHOoe BhisiBeHue 1 iedeHne CITKS y mogpocTkoB urpaet 3Ha-
YUMYIO POJIb B IPOGUIIAKTAKE CEPHEIHBIX PETIPOMYKTUBHBIX U METAOOIMUECKIX OCJIOXKHEHWH B TTOCIIENYIONIel KU3HU, YTO
JIeJIaeT CO3/IaHNe ONTUMAJIbHBIX MTOIXOA0B K paHHel nuarnoctuke u tepamuu CITKS mepBoovepenHoit 1 BaxkHOi 3aqaueit.

KunroueBsbie caoBa: 0030p, demu; cUHOPOM NOAUKUCHMO3HBIX AUMHUKO8, SHOOKDUHHbBIE HAPYUIEHUS, DenpodyKmugHoe 300p08be;
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Summary

Introduction. Polycystic ovarian syndrome (PCOS) is a significant endocrine disorder that is especially difficult to diagnose in
adolescent girls when its clinical picture is disguised as the physiological features of puberty. The key clinical manifestations
of PCOS in adolescents are menstrual disorders, hyperandrogenic symptoms, and metabolic changes, which together create
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a high risk of adverse reproductive and somatic consequences in the future. The aim of the review is to present up-to-date
data on the formation of PCOS, its pathogenesis, diagnosis, and treatment in adolescent girls. The literature was searched
in the databases PubMed, eLibrary, Google Scholar, Embase. The lack of universal diagnostic criteria for PCOS leads to its
overdiagnosis or underdiagnosis. The diagnostic process in adolescent girls requires special care and a dynamic approach.
Significant diagnostic criteria are persistent menstrual irregularities in combination with clinical and laboratory signs of
hyperandrogenism. Treatment of PCOS in adolescent girls should be comprehensive and include lifestyle modification,
medication, and, if necessary, alternative approaches. The use of combined oral contraceptives, metformin and antiandrogenic
drugs is carried out taking into account the individual characteristics of patients and under strict safety control. Educational
and psycho-emotional programs aimed at increasing adherence to treatment and reducing the adverse impact of the disease
on the quality of life are important. Timely detection and treatment of PCOS in adolescents plays an important role in the
prevention of serious reproductive and metabolic complications in later life, which makes the creation of optimal approaches
to early diagnosis and therapy of PCOS a priority and important task.
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Beenenne

CUHIPOM MOJUKUCTO3HBIX SMYHUKOB (CITKS) saBimsi-
eTcsl OOHMM U3 PacIpOCTPAHEHHBIX SHAOKPUHHBIX Hapy-
IIEHUN PENPOAYKTUBHOM CHCTeMbI y neBouek. Ocolyio
aKTyaJIbHOCTB 3Ta (hopMa TaToJOTUU MPUOOPETAET Y IO -
pocTKOB, Korna kiauHudyeckue npospieHuss CITKS 3aua-
CTYIO MaCKHMPYIOTCS TI01, (PM3MOTOTUIECKIEe OCOOCHHOCTH
myoepTaTHOro Iepuoaa, YTO 3aTPYIHSIET CBOEBPEMEH-
Hylo guarHocTuky |[1—3]. Pacmpocrpanénnocte CITKA
cpeau JeBOYEK-TOAPOCTKOB BapbUMpyeT B 3aBUCUMOCTHU
OT UCITOJIb3YEMBIX TMAarHOCTUIECKIX KPUTEPUEB U PETMOHA
MPOKWBAHMS, YTO OIpPEnessieT 3HAUMMOCTh YHU(MDUKALINI
MOJIXOIOB K AuarHocTuke [4, 5]. OTCyTCcTBUE YHUBEpPCATb-
HBIX KpuTepreB CITKS y mogpocTkoB HepeaKo ITPUBOIUAT
K TUIEp- WIX TUIIOAMATHOCTUKE JaHHOTO cuHapoma [6].
HecBoeBpeMeHHasT IMArHOCTHMKA TaKKe MOXKET IIPUBO-
IUTh K TIPOTPECCUPOBAHUIO HAPYIIIEHUIT MEHCTPYaIbHOTO
IUKJIa, METa0OIMIECKUM OCJIOXXHEHUSIM U (DOPMHUPOBA-
HUI0 Oecrionus B penpoayKTUBHOM Bo3pacte [7]. B cBs3u
C 3TUM TIOMCK OINTUMAJIbHBIX TOIXON0B K paHHEH auar-
HocTuke 1 3ddexkTuBHoil Tepanuu CITKA y nogpocTkoB
SIBJIICTCS TIPUOPUTETHBIM HaIlpaBJICHUEM TTeAuaTpuu [8].

ITaTorenes

CoBpeMeHHble npeacTaBiaeHusi o naroreHese CITKA
y IEBOUYEK-TIOIPOCTKOB (POPMUPOBATUCH HA TIPOTSDKEHUM
MOCAEIHUX AECITWIETUM W CEeroIHs pacCMaTpUBAIOTCS
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B paMKax MHOTo(haKTOPHOIO CHUCTEMHOIO pacCTPOMCTBA,
BKJTIOYAIOIIIETO0 HEWMPOIHIOKPUHHBIE, MeTaboIMvecKre
W BocIanureabHbeie peaknuu [9—11]. OcobeHHOCTH TIy-
OGepTaTHOTO TepHoa CO3MAI0T YHUKAIbHbBIE YCIOBMS IS
MIPOSIBJICHUS TTaToreHeTIecKnx Mexann3moB CITKS, mo-
CKOJIBKY HOpMaJIbHble (hU3MOJIOTMYECKUE MPOLECCHI I10-
JIOBOTO CO3pEBaHUS HEPEIKO MACKUPYIOT WU ITOTEHIINPY-
IOT KJIIOYEBbIE 3BE€HbsI (POPMUPOBAHUST TMIIEPAHIPOTEHUM
¥ IUC(hYHKIMU OBapuaJbHO-TUITOTaJaMO-TUNo(U3apHOi
ocu [12, 13].

Benymiee 3nauenue B maroreHese CIIKS 3anumaror
HapyIlIeHUs HEHPOIHIOKPUHHON PETYJISILINU, CBSI3aHHbBIC
C OBBILIEHUEM YaCTOThI M AMILIUTY/IbI FeHepALIK UMITYJIb-
COB TOHAIOTPONMH-PUIU3UHI-TOPMOHA, YTO TIPUBOIUT
K AUCOaIaHCy CEKPeIlN TOHAIOTPOITMHOB W ITOBBITIICHHIO
COOTHOLIEHUS JIIOTEMHU3UPYIOLIET0 U (DOJUIUKYIOCTUMY-
JIMPYIOIIETO TOPMOHOB. DTOT MPOLECC COMPOBOXIAETCS
YCUJIEHUEM CTEPONIOTeHe3a TeKa-KIETOK U pa3BUTHEM T -
nepaHapOreHHOro coctosiHus [14, 15]. JLOMOJHUTEIbHYIO
pOJIb UTpaeT TMOBHIIIEHHAS YYBCTBUTEIBHOCTh SUYHUKOB
K JIOTEMHU3UPYIOIIEMY TOPMOHY U JIOKAJIbHbIE IIapak-
PUHHBIE CUTHAJbI, TIPEMTCTBYIOIIME HOPMAaJbHOM aTpe-
3UM MaJIbIX aHTPaJIbHBIX (DOJUTUKYJIOB WM ITOIIEPKUBAIO-
LK€ XapaKTePHBI ynbTpasBykoBoit denorurn CITKS [16].
Ha stom ¢doHe rpaHuiel MexXIy HOPMOIW M MaTOJIOTHEH
Yy MOAPOCTKOB OCOOCHHO Pa3MBITHI, TTOCKOJIBKY ITyOepTaT-
Hasl IepecTpoiika pacTyIlero opraHru3Ma COIpOBOXKIACTCS
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KOJIeOAHMSIMU TOPMOHAJIBHBIX ITapaMeTPOB U HECTAOWIIb-
HOCTBIO MEHCTpyajbHOTO LukKia [17].

OCHOBHBIM MCTOYHUKOM TMIIEPAaHAPOTEHUU y OEBO-
YeK-TIOMPOCTKOB 4Yallle BCEro SIBISIIOTCS SIMYHUKHU, TIe
OTMEYaeTCsT TOBBIIICHHAs! aKTUBHOCTb (DepMEHTOB CTe-
pousioreHes3a, OJHAKO y YaCTU OOJIbHBIX 3HAUMMbII BKJIAL
BHOCHUT HaAIOYEeYHUKOBAsS MPOAYKIMSI aHIPOTEHOB, UTO
TpedyeT nadbopatopHoit muddepenmanuu [18]. Kinuau-
yeckas MaHUbecTalus TUIIepaHIpOTeHNN (aKHe, TUPCY-
TH3M, cebopest) BO MHOTOM TiepeceKaeTcsl ¢ (hu3nosiornye-
CKMMHU OCOOEHHOCTSIMU MTOIPOCTKOBOT'0 BO3PaCcTa, OAHAKO
MIPU X TIEPCUCTUPOBAHNM B COUYETAHUY C OJIUTO- WJIU aMe-
Hopeeil BeposaTHOCTh opmupoBanus CITKS 3HaunTenb-
Ho Bo3pacTaet [19, 20].

KiroueBbiM matoreHetuyeckum 3eHoM CITKS sipisi-
€TCS MHCYJIMHOPE3UCTEHTHOCTh, KOTOpasi, yCWINBasI CTe-
pOMIOTeHe3 1 CHIDKAsI CUHTE3 TJIOOY/IMHA, CBSI3BIBAOIIC-
T'O TIOJIOBBIE CTEPOUJIBI, CIIOCOOCTBYET YBEIMYEHUIO KOH-
LIEHTPAlMM CBOOOMHOIO TECTOCTEPOHA W MOMIEPXKUBACT
runepaHaporeHHoe cocrosaue [20, 21]. ¥ mompocTtkoB
BBIPAXKCHHOCTh MHCYJIMHOPE3UCTEHTHOCTU YCYTyOJIsIeTCs
U30BITOYHOU MAaccoll Tejaa, HU3KOU (hU3UYECKOW aKTUB-
HOCTBIO M aJlMMEHTapHbIMU (paKTOpaMu, YTO (pOPMUPYET
HeOJIaronpusTHBIN MeTaboauueckuii ¢poH [22—24]. B3a-
MMOIEUCTBUE TUIICPUHCYIUHEMUN U TUIMECPAHAPOTCHUHN
CO3IaET MOPOYHBIN KPYT, MPU KOTOPOM 00a (hakTopa B3a-
MMHO YCUJMBAIOT MATOJOTMYECKHE U3MEHEHMS] B SUYHU-
Kax, Hapyllas OBYJISILIMIO W TIPEISITCTBYS HOPMaJIbHOMY
TeYeHMIO (DOJUTKYIoTeHe3a [25—27].

CylliecTBeHHOE 3HaUeHNE UMEET XPOHUIECKOe CyOKITU-
HMYECKOe BOCIaJeHHe M AucOaJaHC aIuIOKMHOB, KOTO-
pble uepe3 BAMSHUE Ha WHCYJIMHOBBIC CUTHAJIbHBIE ITyTH
U CTepoMmoreHe3 (OPMUPYIOT IOIOJIHUTEIBHOE I1aToTe-
HeTuyeckoe 3BeHO [28, 29]. BocnanuteabHble MEAUATOPbI
M OKCUIATMBHBIM CTpeCcC HapylaloT KadeCTBO OOLMTOB
U CITOCOOCTBYIOT Pa3BUTHIO OBYJISITOPHOM TUC(YHKIIMHY, UTO
0COOCHHO KPUTUYIHO B IIEPUOJ CTAHOBJICHUSI PEITPOIYKTUB-
Hoil cucrembl [30, 31]. Ha aTOM (hoHE 3HAUMMOCTbH HEMe-
JIMKAMEHTO3HBIX CTpaTervii, HAIPaBJCHHBIX Ha CHIDKEHUE
BOCIAJIEHUSI, BO3pAacTaeT B paMKaxX MaTOTEHETUYECKU 000-
CHOBAHHOTO MTOAX0/1a K JIEUEHUIO TTOApOCTKOB [28, 32, 33].

Mopdonoruueckue nameHeHusd suaHukoB rpu CITKA
BKJTIOYAIOT YBEJIMUYEHHUE YMCJIa MaJIbIX aHTPaIbHBIX (oJi-
JIUKYJIOB, YTOJIIEHWE CTPOMBI U TIOBBILIEHHUE CTEPOM-
MOTeHHOM aKTUBHOCTU. OIHAKO Yy IeBOYECK-TIOIPOCTKOB
5TH TIPU3HAKU CJICAYyeT MHTePIPETUPOBATh C OCTOPOKHO-
CTBIO, T. K. CXOIHbBIE XapaKTePUCTUKN MOTYT BCTPEUAThCSI
M Y 3A0POBBIX JEBOUEK B MyOEPTATHBIA MepUod. DTO Je-
JIaeT HEBO3MOXHBIM HCIIOJB30BaHUE YIBTPAa3BYKOBOM
KapTUHBI B KaYeCTBE €IMHCTBEHHOTO KPUTEPUS THATHO-
CTUKU U TPeOYyeT COMOCTABICHUS C KIIMHUYECKUMU U OUO-
XUMUYeCKUMM naHHbIMU [34, 35]. He MeHee BaxKHBIM
aCIeKTOM SIBJISIETCSl TEHEeTHYecKas IIpeapacIioNoKeH-
HOCTB, TIPOSIBIISIIONIASICS B BHUIE ITOJUTEHHOTO HAacIIedo-
BaHUSI M BO3MOXHBIX 3MUTCHETUYECKUX MOAMDUKAIIUIA,
WHAYUMPYEMBIX (pakTopaMu BHeIIHed cpembl [36—38].
VY TompocTKOB Takas ySI3BUMOCTh IIPOSIBIISIETCS Ha (po-
He HEHWPOSHIOKPUHHON IUIACTUYHOCTH, YTO OOBSICHSET

REVIEW

KIMHUYecKyo HeomHopogHocTh CITKA B 3Tolt Bo3pacTt-
Hoii rpynne [39]. JlonoaHuTeIbHOE BIMSHUE OKa3bIBAIOT
daxTopbl 00pa3a XXMU3HU, BKIIOUasd N30BITOYHOE MUTAHUE,
TUTIOAMHAMUIO Y HAPYIICHUS CHA, YCUIUBAIOIE MHCYIIH -
HOPE3MCTEeHTHOCTh W BOCMAIUTENbHBIN oH [32, 40, 41].
MNmMeHHO moaToMy paHHsSIST MOoAu(UKAIIMs o0pa3a XU3HU
paccMaTpuBaeTCs KaK KITI0UEBOM 3JIeMEeHT PO UIaKTUKI
u Tepanuu [42, 43]. Ocobyl0 3HAUMMOCTh Y MOAPOCTKOB
MMeEeT TaK Ha3bIBaeMoe ITyOepTaTHOE MEPEKpPhITHE, KOTIa
dusroIoTNUECKHe U3MEHEHNS, BKIII0Yast BpeMeHHEBIC Ha-
PYLIEHUSI MEHCTPYaJbHOTO IIMKJIAa W TUIepaHIPOreHHbIE
MIPOSBJIEHUS, 3aTPYIHSIOT PA3rPAHUYEHUE HOPMBI U TIATO-
soruu [44]. Kputnueckoe 3HaYeHNE UMEET IIMTEIBHOCTD
U covyeTaHue TPU3HAKOB: YCTOWYMBBIE MEHCTpYaJIbHBIC
HapylIeHUSI B KOMIUIEKCE ¢ KIMHUKO-OMOXUMUYECKUMU
MPOSIBJICHUSIMU TUTICPAHAPOTCHUN W METaOOIMICCKUMU
CABUTAMM CYIIIECTBEHHO YBEJMYMBAIOT BEPOSITHOCTH M-
arno3a CITKSI [45]. B aT0ii ¢cBSI31 MeXIyHapOIHbIE PeKO-
MEHIAIIUN TTOMYEPKUBAIOT HEOOXOIMMOCTb OCTOPOXKHO-
CTH, YTOOBI M30€XKaTh KaK TUIIeP-, TAK U TUITOIMATHOCTH -
KJ CUHAPOMA B I0OBEHWJIBHOM TTOITYJISILNN [6, 46].

HecMoTpst Ha 3HAYUTEIBHBIMN TPOTpecc B M3yUYeHUU
dakTopos natorenesa CITKS, MHOrue Bompochl ocTaloTcst
HepelmEéHHBIMU. B mToceqHme rogsl akTHBHO 00CYKIaeTcs
HCIIOTh30BaHNE MCKYCCTBEHHOTO MHTEIICKTa U METOIOB
MaIllMHHOTO OOYYeHWs ISl MHTErpaluv KIMHUYECKHUX,
J1abOpaTOPHBIX M BU3YAIM3aIIMOHHBIX JAHHBIX Y IeBOYECK-
ToAPOCTKOB [47, 48].

JInarHocTuka

Huarnoctuka CITKA y neBo4eK-1moapoCTKOB SIBJISIETCS
CJIOKHOH 3aayeil COBPEMEHHOW SHIOKPUHHON TMHEKO-
JIOTUM. DTO 00YCIOBIEHO (DM3MOJIOTMYECKOM CrIeIn(DUKO
IMyOepTaTHOTO TIEPMOIa, B KOTOPOM MHOTHE ITPU3HAKH, Xa-
paktepHble 1ast CITKS, MoryT BcTpevarbest Uy 3M0pOBBIX
neByiieK. K HUM OTHOCATCSI HeperyJIsipHble MEHCTPYaslb-
HbIE TIUKJIbI B TIEPBbIE TOMBI IMOCE MEeHapXe, TPaH3UTOP-
Hasl TUTIepaHIPOTeHUS, HAIMYKME aKHE U ce0opeu, a TakKe
MMOJIUKMCTO3HAST MOP(OJIOTHUSI SIMYHUKOB MPHU YIBTPa3BYy-
KOBOM uccnenoBanuu [44, 48]. TloaToMy ucronb3oBaHue
JIMarHOCTUYECKUX KPUTEPUEB, pa3pabOTaHHBIX UISI B3PO-
CJIBIX XKCHIIWH, B IOBCHWJIBHON IOMYJISILIMUA COTPSIKEHO
C PUCKOM THUIEPIMATHOCTUKY 1 HEOIIPaBIAHHOTO Ha3Ha-
yeHust Tepanuu [46]. 3HaummbiMu npusHakamu CITKST
y II€BOYEK-TIOAPOCTKOB CUMTAIOTCS TIEPCUCTUPYIOIINE Ha-
PYILIEHUSI MEHCTPYaJIbHOTO IIUKJIA, COXpaHSIoIIecs bojiee
2 JIeT mocjie MeHapXxe, U KITMHUKO-OMOXMMUYECKHE TIPOSTB-
JIeHus ruriepa”aporeHuu [32, 34, 39]. CucremaTuyecKui
aHanus, npoBeAa¢HHbIN A.C. Neven u coaBT., moKa3aj, 4TO
pacrnipoctpaHéHHocTh CITKS y neBouyek-noapocTKoB Cy-
LIECTBEHHO BapbUPYET B 3aBUCUMOCTU OT MTPUMEHSIEMBIX
KPUTEPHUEB, a UX TOYHOCTH IIPSIMO CBSI3aHA C TIPOIOJIKM-
TeJIbHOCTbIO HAOMIOAEHUSI 32 OOJNbHBIMU [4]. DTO TOAYED-
KMBaeT HEOOXOAUMOCTh NMHAMUYECKOTO TMOIXONa, TMpU
KOTOPOM IWAarHo3 He CTAaBUTCSI OMHOMOMEHTHO, a ¢op-
MUpPYETCsl B Tpollecce KIMHUYECKOro M J1abopaTOpHOro
MOHUTOpHUHTA. [[OpMOHAIbHBIC M OMOXUMHMYECKUE MapKe-
PBI 3aHUMAIOT LIEHTpallbHOEe MecTo B mruarHoctrke CITKSI
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y MOAPOCTKOB [25, 26, 45]. MHdOPMATUBHBIM CYUTAETCS
KOJIMYECTBEHHBIN aHaJIN3 COIEPKAHUS B KPOBH OOIIETO
U1 CBOOOIHOTO TECTOCTEPOHA, aHAPOCTEHINOHA, aHIPOTe-
Ha — JETUIPOINNAHAPOCTePOH-CYIb(aTa, a TaKXKe TJT00y-
JIMHA, CBSI3BIBAIOILIETO T0JIOBbIe cTepouanbl [49, 50]. OnHa-
KO Yy MOIPOCTKOB MOKAa3aTeJIu aHIPOTEHOB IMOIBEPKEHBI
3HAYUTEJIBHBIM KOJIEOAaHUSM, UYTO TPeOyeT MHOTOKPATHOTO
MOATBEPXKIESHUS pe3yabTaToB [51].

[lepcrieKTUBHBIM HampaBJIECHUEM CUMTAEeTCs BHeIpe-
HUe WHHOBAIIMOHHBIX TEXHOJIOTHMI, BKIIIOYAsl MCIOJB30-
BaHMe OMOCEHCOPOB U MaHesel OoMapKepoB, MO3BOJISIO-
IIMX TOBBICUTh TOYHOCTh M BOCIIPOM3BOAMMOCTD PaHHEH
muarHocTUKY [19]. BusyanmsanmoHHBIE METOOBI TaKXKe
HUTPaIOT BaXXHYIO POJIb, OJHAKO WX WHTEPIIpEeTalns y Je-
BOUYEK-TIOIPOCTKOB OCTAETCSl CJIOXKHOM. YIIbTpa3ByKOBast
KapTUHA SIMYHUKOB Yy IEBOYEK-TIOAPOCTKOB B ITyOepTaT-
HOM BO3pacTe HepeaKO AEMOHCTPUPYET MOJUKHUCTO30MO0-
OOHBIE M3MEHEHUsI, KOTOpble HE BCEeraa KOppPeIMpyIoT
C KJIIMHUYECKUMU MPOsIBIeHUSIMU 3aboeBanud [48]. bo-
JIee Toro, Mop(@oJiornyeckiue Mpu3HaK/, TaKue KakK yBe-
JIMYEHHOE KOJIMYECTBO aHTPAJIbHBIX (POJTUKYJIOB U YTOJ-
IIEeHNEe CTPOMEBI, MOTYT OTpaXkaTh HOPMaJIbHBIEC TTPOIIECCHI
co3peBaHMsT (POJTUKYJISIPHOTO ariapata B IIepBBIC TOIBI
rmocjie MeHapxe. B aToli cBsSI3u peKoMeHIyeTsI n30eraTh 1C-
MMOJIb30BaHUSA MOP(MOJIOTMUYECKNX KPUTEPUEB IIPU ITOCTa-
HoBke auarHo3a CITKS y neBouek-1moapocTkos [4].

Metoasl BU3yalIM3allUM IIPOJOJDKAIOT COBEPIICH-
CTBOBAThCSI: MpUMeHeHHe TpéxmepHoro Y3U u MPT
B MCCJIEOBAaTENbCKUX MPOTOKOJIAX pacCMaTpuBaeTCsl Kak
MEepCIeKTUBHOE HAaIMpaBieHUE, IO3BOJISIIONICE YTOUHSITDH
CTPYKTYPY SIMYHUKOB M OLICHMWBAaTh UX (DYHKIHOHATHHOE
coctosiHue [52]. CoBpeMeHHbIE TTOAXOAbI K IUAarHOCTUKE
CIIKS y neBoueK-oapOCTKOB aKTUBHO BKJIIOUAIOT LIM(-
pOBBIC TEXHOJOTUM. B mociegHue Tompl MPUMEHSIOTCS
METOIbI NCKYCCTBEHHOTO MHTEJJIEKTa M MaIlIMHHOTO 00Y-
YEHMSI, TTO3BOJISIIOIIME MHTETPUPOBaTh KIMHUYECKHUE, Ja-
bopaTopHbIe M BU3yaaW3allMOHHBIC TaHHBIC IJII TOYHOM
JUArHOCTUKU M cTpaTudukanuu pucka [53, 54]. Takue
CHUCTEeMBbI 00JIaNaloT 3HAYMMBIM MOTCHIIMAIOM JJISI TIOBbI-
IIEHUS TUAaTHOCTUICCKOI TOYHOCTH, COKPAIIEHUSI CPOKOB
TMOCTAHOBKW TWATHO3a W YMEHBIICHUST BIUSTHUS CyOBEK-
TUBHOTO (hakTopa [55]. OueBUIHO, YTO KIIOUYEBBIMU BbI30-
Bamu B quarHoctrke CITKS y meBo4eK-TIoapOCTKOB SIBIISI-
FOTCS pa3rpaHNUYeHIEe HOPMBI U TTATOJIOTUH B ITyOepTaTHOM
Meproie, OTCYTCTBME YHUBEPCATbHBIX BO3PACTHBIX KPUTE-
pueB, orpaHMYeHHAsT TH(GOPMATUBHOCTD YIBTPa3BYKOBOI
KapTUHBI W BBICOKAsT BapuaOEIbHOCTh OMOXMMWYECKUX
rmokasateneil. PellieHue 3Tux 3agad CBSI3aHO ¢ BHEIPEHM-
eM IMHAMWYECKOTO HaOOIeHNS, pa3BUTHEM MHHOBALIM -
OHHBIX TEXHOJOTWII M WCIOJIb30BAHWEM KOMIUIEKCHOTO
MYJBTUIUCIUTUIMHAPHOTO TOIXOAa, YTO COOTBETCTBYET
COBPEMEHHbBIM MEXIYHAPOIHBIM PeKOMeHAALUSIM [56].

Kinunauveckas kapTuna

Knuanueckue mposBienus CIIKS y meBouek-mom-
POCTKOB OTJIMYAIOTCS 3HAUUTENIbHOU BapHaOEIbHOCTBIO
M 3aBUCAIT KaK OT OCOOEHHOCTEe! MmybepTaTHOrO repuoaa,
TaK M OT CTEIIEHU BBIPAXKEHHOCTH TMATOJOTUHU. XapaKTep-

HBIMU TIpU3HAKAMU SIBJISTFOTCSI HapyIIeHUST MEHCTPYaslb-
HOTO LIMKJIa, TUTIEPaHAPOTeHHBIE MPOSBICHNUS U METab0-
JINYECKME UBMEHEHUSI, KOTOPbIE B COBOKYITHOCTH (DOPMU-
pytot TunmuHbiit peHotun CITKS [41]. MeHcTpyalbHBIE
HapylIeHUsT 3aHUMAIOT LEHTPaJTbHOE MECTO B KIIMHHWYE-
cKoil MaHupecTauy 3aboieBaHusI. Y I€BOYEK-TIOIPOCT-
KOB B IIEPBbIE TO/IbI MTOCE MEHAPXE HEPETYISIPHbIC LIMKJIbI
MOTYT pacCMaTpUBAThCS KaK BapMaHT HOPMBI, OMHAKO WX
TepCUCTeHIINS Oojice 2 JIeT SBISIETCS BaKHBIM IHATHO-
ctuueckum kputepueM CITKA [39]. Yame Bcero otmeua-
eTCs OJIUTOMEHOpesi, XapaKTepu3yIollasics YIJIMHEHUEM
MEHCTpPYalIbHBIX LIMKIJIOB OoJiee 45 mHeil, pexxe HabJoma-
eTcsa ameHopest. [1omoOHBIe HapyIIEHUS OTPaXKalT Xpo-
HUYECKYIO aHOBYJISILIMIO, KOTOpas (popMupyeTcst Ha (hoHe
TUCPETYISILMYA  TUMOTalIaMO-TUIohU3apHO-IMYHUKOBOM
CHCTEMBbI M COIPOBOXAACTCS MOPGOTOTUISCCKUMU U3ME-
HeHUSIMU B (OJUTMKYJIsIpHOM amrapare [43]. [mmepaH-
JIPOTEHHEIE MPOSIBICHUS Y MTOAPOCTKOB BKITIOUAIOT aKHE,
cebopelo, TMPCYTU3M U aJIONELMI0, KOTOPbIE HEPEIKO CITy-
KaT MepBOil MPUUNHOM oOpaleHus K Bpauy [44]. CnenyeT
VUUTBIBATh, UTO aKHE U XKUPHOCTH KOXKI PACIIPOCTPAHEHBI
Cpeny 3I0POBBIX JIEBYIIEK B ITyOEpTaTHOM TIEPUOIE, OTHA-
KO MX BBIPAXXEHHOCTb U CTOMKOCTb BO BPEMEHU MO3BOJISI-
10T nuddepeHIMPOBaTh (U3NOJOTUUECKHUE TIPOSIBICHUS
oT maTtojiormuyecknX. OOBEKTUBHBIM IIPU3HAKOM CUMTA-
€TCSI TUPCYTU3M, OLICHKA KOTOPOTO IMMPOBOIUTCS IO MOIH-
dunmposanHoi mwkaine Meppumana—IonnBes ¢ yuyéTom
pacoBoii mpuHamIexXHOCTH [44]. bruoxuMmaeckast rumep-
AHIPOTCHUs, IIOATBEpXKIaeMasl TOBBIIIICHHBIMUA YpPOB-
HSIMU TECTOCTEPOHA, AHAPOCTEHAMOHA W JETMIPO3TIH-
aHIPOCTEPOH-CyJibhaTa B KPOBU, HEPEAKO KOPPEIMpyeT
¢ KIIMHUYECKUMU TIpU3HAKaMU, OMHAKO Y YaCTU TallMeH-
TOK BBISIBIISIIOTCS] TUCCOIIMAIIMKA MEXIY JIa0OpaTOPHBIMU
U BHEUITHUMU TposiBieHUusiMU [32]. MeTtabonnueckue Ha-
PYLLEHUS SBJISIOTCS HEOTEMJIEMOM YaCThIO KIIMHUYECKOUN
kaptuHbl CITKS y 3HauMTenbHOR 4YacTW TTOAPOCTKOB.
K HUM oTHOCATCS M30BITOYHAS Macca Tejia, OXHUpPEeHHUeE,
WHCYJIMHOPE3UCTEHTHOCTh W ITUCIWITAIECMUSI, KOTOPBIC
(GOpPMUPYIOT AOTMOJHUTEIbHBIN PUCK Pa3BUTUSI MeTa0O-
JIMYECKOTO CMHIPOMA U CEPAeYHO-COCYINCTBIX 3a00/IeBa-
Huii [27]. Oxupenue BoisiBisiercst y 40—60% maimeHToK
¢ CIIKA, npuyéM MMEHHO B I0BEHUJILHOM BO3pacTe op-
MUPYETCS YCTOMUYUBASA CBA3b MEXIY TUIEPAHAPOTCHUENH,
WHCYJIMHOPE3UCTCHTHOCTBIO M HapyIICHHEM PEIpOmyK-
tuBHOM pyHKIIMHU [30]. ITogpocTKy ¢ M30BITOYHOM MaCCOM
TeJIa yalie 1eMOHCTPUPYIOT OoJiee BhIpaKeHHbIE HapyIlle-
HUSI MEHCTPYaJbHOTO LMKJIA U TSIXKENble KIMHUYECKUE
MpoSIBIIeHNSsT TutiepaHaporenunu [22]. Hapsiay ¢ comatuue-
CKHUMU TIPOSIBIICHUSIMU BCE OOJIbIIIee BHUMAHUE YICISICTCS
ncuxoaMouoHanbHbiM acriektam CITKS y moapocTkoB.
JleBoukr ¢ AaHHBIM CHUHIPOMOM dYallle CTpagaloT CHU-
JKeHEM CaMOOILICHKHU, TPEBOXHBIMU M NETIPECCUBHBIMU
paccTpoiicTBaMu, YTO CBSI3aHO KaK ¢ BHEITHUMMU MPOSIBIIC-
HUSMU 3a00JieBaHUS (TUPCYTU3M, aKHE, OXKUPEHHE), TaK
1 HAOKPUHHBIMU (haKTOpaMU, B TOM YHKCJIe TUTIEpaHIPO-
TeHUel M MHCYJIMHOPE3UCTEHTHOCThIO [29]. DTH mcuxo-
colLMaTbHBIE TIPOOJIEMBI OKa3bIBAIOT HEraTUBHOE BIIMSTHIC
Ha KauyeCTBO XW3HU U TPeOYyIOT 00s3aTeIbHOTO YU€Ta Mpu
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(bopMrpoBaHNN UHANBUIYATBHON CTpaTerny BeACHUS Ta-
KUX OOJIbHBIX.

Jleyenue

CospemeHHas TakTuka JeyeHust CITKA y neBouex-moa-
POCTKOB CTPOMTCS Ha TIPUHIIUIIAX STAITHOCTU, MYJIbTUIMC-
OUTIMHAPHOCTY 1 BO3PACTHOI agalTallii BMEIIATeIbCTB
C YYETOM KIIMHUKO-MeTaboIMuYecKoro cheHoTrna 60JbHbIX.
Lenu neyeHMs BKIIOYAIOT HOPMAIM3AllUI0 MEHCTpyallb-
HOTO IIMKJIa, KOHTPOJIb TUIICPAHAPOTeHHBIX TTPOSIBIICHUIA,
KOPPEKIIMIO MHCYJMHOPE3UCTEHTHOCTH U MPOMDUIAKTUKY
OTHAJIEHHBIX PEMPOAYKTUBHBIX M KapAUOMETaA0OINICCKIX
OCJIOXKHEHUI; IIPU 3TOM 0Cc000e 3HaUYeHWEe MMEeT MUHU-
MU3alUs ITPOT€HHBIX PUCKOB M (DOPMUPOBAHME KOMILIA-
eHca yepe3 00pa3oBaTeIbHbIC U MMOBEACHYCCKUE CTPATETH
[57, 58]. Ba3oBoil OTHpaBHOV TOYKOU SIBJISIETCS HEMEIU-
KaMEeHTO3Has KOppeKIMs obpa3a XW3HM: palioOHaIbHOE
MMUTAaHUE C OTPaHWYEHUEM M30BITOYHONM KaJIOPUITHOCTH,
CTPYKTypHUpOBaHHas (pU3MUYecKasi aKTUBHOCTh U TUTHEHA
CHa CITOCOOHBI CHMXXaTh BBIPAXKEHHOCTb MHCYJIMHOPE3U-
CTEHTHOCTH M TeM CaMbIM OKa3bIBaTh OIIOCPEIOBAaHHOE
BIMSTHUE Ha TUIIEPaHAPOTeHHOE COCTOSTHUE W HapyIIeHUe
OBYJISILIMW; TaHHBIE MOAXObl pacCMaTPUBAIOTCS Kak (pyH-
JaMEHTaJIbHBIC, B TOM YMCJIE B COCTaBe KOMOMHUPOBAHHBIX
nporpamm BefeHUs [57]. C y4€TOM BBICOKOU MCUXO3MO-
LIMOHAJILHOM Harpy3KM, XapaKTepHOI JUIsl IIOAPOCTKOBOTO
BO3pacTa, PEKOMEHAYeTCS BKIIOUEHHE IICMX000pa3oBa-
TETbHBIX KOMITOHEHTOB U TIPU HEOOXOTMMOCTH TICHXOJIO-
TMYECKOM TIOIEPXKKHM, YTO TOJIOXKUTEIHHO CKa3bIBAeTCSI
Ha MPUBEPKEHHOCTH Tepaliy 1 KauyecTBe XXKU3HU [58].

MenukamMeHTO3Hasl Tepanusi Moa0MpaeTcss UHAUBUIY-
aJTbHO HAa OCHOBAHUU BEAYIINX KIMHUKO-OMOXUMUUYECKIX
nposieieHnit CIIKA. KomOuHMpoBaHHBIE 3CTpPOTeH-Te-
CTareHHbIe TMpernapaTbl MPUMEHSIOTCS ISl PEeryIsiuu
MCEHCTPYaTbHOTO IIMKJIAa ¥ YMEHBIICHUS KIMHUYECKUX
TPU3HAKOB TUTIEPAHIPOreHNU; X I((HEKTUBHOCTh B OT-
HOIIIEHUU aKHe U cedopeu, a TakKe CTabUIM3alry UK
MTOATBEPKIEHA Y TIOAPOCTKOB IPU YCIOBUU CTPOTOTO COO-
JIIOIGHWST BO3PACTHBIX OrpaHWYEeHUH, OIeHKH (haKTOpOB
pYICKa U MHAWMBUIYaIU3alluy BbIOOpA reCTareHHOrO KOMITO-
HeHTa [59]. Beibop 1 miTe IbHOCTh Ha3HAYCHUS OTIPEACIIsI-
I0TCSI TMHAMMKON KITMHUYIECKUX TTPOSIBIIEHUI 1 TIEPEHOCH -
MOCTbIO; HEOOXOAMMbI MOHUTOPUHT MOOOYHBIX 3(P(PEKTOB
1 TIpopUIaKTHKA TPOMOOTUUYECKIX PUCKOB COTJIACHO 00-
IIETIPUHSTHIM TTPUHIIMIIAM TIOAPOCTKOBONM KOHTpAIETIIINN
Y HIOKPUHHOM ruHekosoruu [60]. MerdopmuH 3aHuMa-
€T BaXKHOE MECTO B CTpaTeTUU BeICHUS OOJBHBIX IEBOYCK
C MpU3HAKaMU MHCYJIMHOPE3UCTEHTHOCTH Y HapYIIeHUSIMU
VIIEBOAHOTO OOMeHa, 0COOEHHO TpPU U30LITOUHOI Macce
Tela; OTMEYaeTCs ero MOTCHIMAI B YIyYIIEHUH MeTabo-
JIMYECKUX MTapaMEeTPOB Y HOPMATU3ALIMU MEHCTPYaJIbHOTO
LIMKJIa, YTO NejaeT 1eJecoo0pa3sHbIM pacCMOTPEHME NaH-
HOTO TIperapaTta B cOCTaBe KOMOWHHPOBAHHON Teparmu
y COOTBETCTBYIOIIMX (heHOoTUIoB [61]. BhiGOp mo3upoBa-
HUsg MeTdopMmuHa U ouLeHKa 3(h@MEKTUBHOCTU TPeOYIOT
ITOCIeI0BATeIBHOTO HAOMIONCHUSI M KOHTPOJIST TICPEHOCH -
MOCTU C aKIIEHTOM Ha TacTPOMHTECTUHAJIbHBIE 2((PEeKTHI,
XapakTepHble IS HavyaJlbHbIX 3TamoB Tepanuu [60, 61].

REVIEW

AHTHaHIPOTEHHbIE CPENCTBA MOIYT OBbITh MOJE3HBI MPU
MMePCUCTUPYIOIIEM THUPCYTH3ME U BBIPAXKEHHBIX KOXKHBIX
TPOSIBJIEHUSIX, OTHAKO X MPUMEHEHNE Y TTIOIPOCTKOB Clie-
IyeT paccMaTpuBaTh KakK TOMOJIHEHME K 0a30BOI Tepanuu
¢ 00s13aTeIBHBIM 00ecIIeYeHNEeM HangKHOM KOHTpaISTIIINI
BO M30€XaHMe TePaTOTeHHBIX PUCKOB; PellieHe O Ha3Haue-
HUU MPUHHUMAETCS TOC/e OLIEHKU COOTHOILEHUS MoJib3a/
PUCK ¥ C YYETOM JIJTUTENIBHOCTHY Teparuu [62]. Y 3Haunmoit
JIOJIA  IEBOUYEK-TIOAPOCTKOB BBISBIISIIOTCS  KOMOPOMIHBIE
SHIOKPUHHbBIC U HYTPUTHUBHBIE (DaKTOPhI, TpeOyIoLIre 1Ie-
JICHATIpaBJICHHON Koppekumu. I[lapamienbHO BHUMaHHE
yaeNIsIeTcs KOPPEeKIUU TUCIUITUACMUN U IPYTUX KOMITO-
HEHTOB METabO0JIMYECKOro pHUcKa C MCIOJb30BAaHUEM He-
MEIUKAMEHTO3HBIX U, IIPYW HAJIMYUU TTOKa3aHUM, MeIuKa-
MEHTO3HBIX CTpaTeruii, THTerPUPOBAHHBIX B OOIIWIA TIIaH
BeaeHus [57]. B mocneqHue rombl oOCYXKIaeTcsl BOZMOXK-
HOCTb MCIIOJIb30BaHUS Psida BEIISCTB C META0OIMICCKU-
MM ¥ aHTHOKCUIAHTHBIMU 3(h@eKTaMu KaK IOIOJTHEHIE
K CTaHAApTHOM Tepamuu; BMECTe C TeM IMOAYEPKUBAETCS
HEOTHOPOMTHOCTh MOKAa3aTeJbHOU 0a3bl, HEOOXOIUMOCTH
CTaHIAPTU3AIMU 103 U JINTEIbHOCTU TIpUEMa, a TakKXkKe
OCTOPOXKHOCTb MPM WMHTEPIIpeTalluyd pe3yJbTaTOB B TMOMI-
POCTKOBBIX Koroprax [62].

IlepcoHanuzanus BeneHus, OCHOBaHHas Ha y4érte de-
HoTUNA (IOMUHUPOBAHUE TUIEPAHIPOTEHHBIX, METabo-
JIMIECKUX WJIM MEHCTPYaJIbHBIX HapYIICHMIT), KOMOPOUI-
HOCTEll W TIOBelIeHYeCKUX (aKTOpOB, paccMaTpUBaETCS
KakK TMepcreKTUBHOE HaIpaBjeHUE, TTO3BOJISIONIEE MOBbI-
cuth 3(pdpekTuBHOCTL U Oe3omacHocTh Tepanuu CITKA
y IeBoYeK-11oapocTKOB [51, 60]. Ha pyOexe KIMHUUECKOI
MPaKTUKU 1 UCCIEI0BAHMI HAaXOMUTCS MHTerpauus -
POBBIX MHCTPYMEHTOB: METOIBI MCKYCCTBEHHOTO WMHTEI-
JIEeKTa M MAllIMHHOTO O0YyYeHMSI TTOTEHIIUATbHO CITOCOOHBI
MOAePKMBATh KIMHUUECKOE MPUHSATUE PEILICHUI 32 CUET
WHTETPALINY Pa3HOPOIHBIX KIIMHUKO-Ta00PaTOPHBIX 1 BH-
3yaJM3allMOHHBIX JAHHBIX, OTHAKO IS ITUPOKOTO BHE-
JIPEHUsT HEOOXOAUMBI BaluAalUsl arOPUTMOB UMEHHO Ha
ITOIPOCTKOBBIX BEIOOPKAX M OIIEHKA KIIMHUIECKOM ITpHUMe-
HumocTtu [55]. HakoHel, MOHUTOPUHT 3(DHEKTUBHOCTU
Teparnuu J0JKEH BKIIYATh TMHAMUYECKYIO OLIEHKY MEH-
CTPYaJIbHOM (DYHKIIMU, KIMHUYCCKUX MTPU3HAKOB THUIIEP-
AHIPOTeHUU U MEeTabOJMUYECKUX IoKa3aTesieil ¢ y4eEToM
nyoepTaTHOI BapnabeabHOCTH, YTO CHUXKAET PUCK TUITep-
W TUTIOAUATHOCTUKU U TIO3BOJISIET CBOCBPEMEHHO MOJIM-
(umpoBaTh TepaneBTHUYECKYIO cTpateruio [62]. B menom
coBpeMeHHass moxenb BeaeHus CIIKS y neBouek-mon-
POCTKOB 0a3mpyeTcst Ha KOMOMHNPOBAHUY MOIU(MDUKAIINI
obpaza XU3HM ¢ (papMakoTepalueit, aapecyloliei Bemy-
1I1e MaTOTeHeTUUECKME 3BeHbsI U KIIMHUYECKUE MPOsIBIIe-
HUs, IpU 00s3aTeIbHON BO3paCTHOM aganTallii U MYJIb-
TUIVUCUMUTUIMHAPHOM COIPOBOXAeHWU. Takoil momxon
OTpaXkaeT mepexol K MHTErpaTUBHOM M MEepCOHAIU3UPO-
BaHHOI ITOMOIIM, OPMEHTUPOBAHHON HAa HOJTOCPOYHBIC
PENpPONYyKTUBHBIC U MeTabOIMIeCKHEe UCXObI 54, 63].

W HHoBalMOHHBIE MOAXO0AbI K IMATHOCTHKE M JIeYeHUI0

TpanuImoHHbIC METOIBI BeICHUsI, OCHOBAaHHBIE HA KOP-
PeKIUM 00pasa KMU3HU U TPUMEHEHU KOMOMHUPOBAHHBIX
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HAYYHbI OB30P

TOPMOHAJILHBIX CPEICTB WX MET(GOPMUHA, COXPAHSIOT
KJTIOUEeBOE 3HAUYEHUE, OJHAKO MX BO3MOXKHOCTH B ITOJTHOM
Mepe He pelIaloT 3a7ayy BbICOKOW KIMHUKO-MeTadoaIuye-
CKOIl reTeporeHHOCTU OOJIe3HW U CJIOKHOCTU €€ paHHei
nuarHocTrku [60, 62]. B 5Toil CBSI3M aKIEHT CMEILAETCsI
B CTOPOHY ITOMCKA HOBBIX TEXHOJIOTHIA, CITOCOOHBIX 00eCIIe-
YUTh NEPCOHAIM3UPOBAHHBIN Y TOYHBIU TTOIXOI.

IlepcrieKTUBHBIM HampaBjeHUEM SIBIISIIOTCSI pa3padOTKU
B 00JIACTH OMOMEIUIIMHCKIX TEXHOJIOTHI, B YACTHOCTH CO-
3MaHe OMOMapKepOB 1 MHHOBAIIMOHHBIX JMATHOCTIIECKIX
ceHcopoB [19, 25, 37]. CoBpeMeHHbIE HCCIen0BaHUS [e-
MOHCTPHUPYIOT BO3MOXKHOCTU HCIIOJIB30BAaHUSI MOJICKYJISIP-
HBIX ¥ METa0OJIMISCKIX MapKEPOB MIJIST PAHHETO BBISBIICHIMS
CIIKA u crpatudukaiuy pucka pa3BUTUSI OCIOKHEHUIA,
YTO OCOOEHHO BaXKHO Y NEeBOYEK. AKTUBHO MCCIEIYIOTCS
TakXKe TaHeJbHBIC MOAXOAbI, BKIIIOYAIOIIUE OIpenc/iCHHE
TOPMOHAJIBHBIX, BOCTIAJIUTEIIBHBIX U META0OTMIECKIX ITOKA-
3aTeliell, KOTopble MOTyT (hOPMUPOBATh OCHOBY JIJISI MYJIbTH -
napamMeTpuuecKoil TMarHocTuku (45, 47].

3HAUYUTENIPHYIO POJIb B Pa3BUTUM HOBBIX JMATHOCTH-
YECKMX TEXHOJIOTUM WMTpaeT MCKYCCTBEHHBINI MHTEIIICKT.
MeTtoapl MAaIIMHHOTO OOYYEHMS ITO3BOJISIIOT MHTETPUPO-
BaThb KJIMHUYECKHUE NaHHbIE, JJaOOpaTOpHbIe MoKa3aTeau
U pe3yabTaThl BU3YAIM3AIUU TSI TIOCTPOCHUSI aJTOPUT-
MOB paHHEll TMAarHOCTUKU W IPOTHO3MPOBAHUS TCUCHUS
CIIKA [48, 49]. Takue cucteMbl CIIOCOOHBI HE TOJIBKO
MOBBICUTb TOYHOCTh MMOCTAHOBKHU AMArHo3a, HO 1 CI0co0-
CTBOBATb BBIPAOOTKE UHAWBUAYATU3UPOBAHHBIX TEPAIICB-
TAYecKuX crpateruii. OqHaKOo ST BHEAPEHUST 3TUX TOJI-
XOJOB B KIIMHNYECKYIO IIPAKTUKY TPEOYeTCS MX BaTUIALIVST
Ha OO0JIbIIMX KOTOPTaX MOJPOCTKOB U afanTalus K CIIeLM-
(UKe I0OBEeHWIHLHOTO BO3pacTa.

ITomuMo 1MGPOBBIX TEXHOJIOTUI, aKTUBHO OOCYKIa-
eTcsl MCIOJIb30BaHUE abTePHATUBHBIX TEPAIeBTUUIECKUX
crpateruii. HayyHblit iHTepeC BbI3bIBAIOT HYTPULIEBTUKU
W pacTUTENIbHBIE TIperapaThl ¢ aHTUAHIPOIeHHBIMU U Me-
TabOJIMIECKN MOIYJUPYIOIINMHU CBOMCcTBaMU. HecMoTps
Ha 2To, JOKa3areibHass 0a3a OCTa€Tcs OTpaHWYCHHOM,
U MPUMEHEHME TaKUX ITOAXOIOB Yy JE€BOYEK-TTOAPOCTKOB
BO3MOXKHO JIMIIb KaK JOITOJHEHHE K CTAaHOAPTHBIM Me-
TomaM JICUCHUs] U TOI CTPOTUM KIMHMYECKUM KOHTPO-
sieM [60]. TlepcrieKTUBBI pa3BUTHS Teparuu TakKe CBsi3a-
HbI C TEHETUYECKUMU U SITUTeHETUYSCKUMU UCCIeA0BAHM -
SIMM, KOTOPBI€ MO3BOJISTIOT BBISBISITH HOBbIE MUIIICHU TSI
(apMaKoJIOTUUECKOTO BO3ICHCTBHS, a TaKXKe pa3pabdaThi-
BaTh ITEPCOHATM3UPOBAHHbBIC CTPATEIUU BEICHUS C YIETOM
uHauBKUIyanbHoro mnpoguias ocoabHbix CITKA [57, 58].
B 3TOM KOHTEKCTE 0c0o00€ 3HaYeHUE TIPUOOPETAET MYJIb-
TUIACLUUATUIMHAPHBIA (OpMaT B3aMMOIEICTBUS CIela-
JINCTOB, KOTOPHIN MO3BOJISIET YYUTHIBATh HE TOJIBKO COMa-
TUYECKME, HO U TMCUX03MOLMOHaIbHbIe acriekTbl CITKA,
KOTOpBIE€ 0OCOOEHHO aKTyaJIbHBI Y ITOAPOCTKOB [62].

He MeHee BaxXHBIM HaIlpaBJIeHHEM Pa3BUTHS SBIISICT-
cg npodunakTika. PaHHee BhIsIBIeHUE (haKTOPOB pPUCKa
u cBoeBpeMeHHas nuarHoctuka CITKSA y meBouexk-mom-
POCTKOB TIO3BOJISIIOT TIPEIOTBPATUTH TSLKENbIE PEePOIYK-
TUBHBIC 1 METAa0OJIMUECKNE OCIOXHEHMS. B 3Toi1 cBsI3M
BHeEApEeHNEe 00pa30BaTeIbHBIX IIPOrpPaMM, HAIIPaBIICHHBIX

Ha TOBHIIIICHNE MHOOPMUPOBAHHOCTHU JAEBOYEK M MX PO-
IUTeNel o TIpU3HaKax 3a00JieBaHNs U 3HAYEHUU paHHEro
oOpaleHus K Bpady, SIBISICTCS OMHUM M3 KITIOUECBBIX IIIa-
roB K cHIXeHuro opemenn CITKS [63].

Taxum o6pa3oM, COBpeMEHHBIC IIEPCIICKTUBBI BEACHUS
CIIKS y noapocTKOB CBsI3aHbI ¢ MHTErpalieil MHHOBALIM -
OHHBIX OMOMEIUITMHCKUX TEXHOJIOTHI, pa3BUTUEM HUCKYC-
CTBEHHOTO WHTEJIIEKTa, MCIOJb30BaHMEM HOBBIX Tepa-
MEeBTUYECKUX MMOAXONOB U (hOPMUPOBAHUEM MYJIbTUIMC-
LHUTJIMHAPHBIX MOJiesiell ToMolu [64]. DTu HampaBiIeHUs
CO3[aI0T OCHOBY JUJIsI TIEPCOHAIM3UPOBAHHON MEIUIIUHBI,
OPUEHTHPOBAHHON Ha IOJITOCPOUYHOE COXPAHECHHE PETIPO-
TYKTUBHOTO 3[0POBbsl U MPOGMUIAKTUKY META0OJIUYECKUX
OCJIOKHEHHUH [65].

3akiniouenue

CIIKA y neBo4yek-mOAPOCTKOB cCOYeTaeT B cebe pe-
MPOAYKTUBHBIE, SHIOKPUHHBIE U METabOJIMYeCKUe Ha-
pYIIEeHUsI, KOTOpbIe (popMUPYIOTCS Ha (hOHE HApYLICHUIA
MmyOepTaTHOIO MepuoJa M HEPenoKO MaCKUPYIOTCS TOf
HOpPMaJIbHBIC TPOIIECCHI TTOJIOBOTO CO3PEeBaHUSA. DTO CYy-
1ecTBeHHO ocoxHseT nuarHocTuky CITKA. B To e Bpe-
M pacTET BHUMAaHNE K TICUXO03MOIIMOHAIBHBIM acIleKTaM
3a00J1eBaHusI, BAUSIONIMM Ha KaYeCTBO XU3HU OOJbHBIX.
JAnarHOCTMYECKUIA TIPOIIECC Y IeBOYEK-TIOAPOCTKOB TPE-
OyeT 0co0O0if OCTOPOKHOCTU M JTMHAMUWYECKOTO IOAXOMa.
3HAYMMBIMM THATHOCTUYECKUMU KPUTECPUSIMU SIBIISIIOTCS
CTOIMKME HAapYIICHUSI MCHCTPYaJIbHOTO IIUKJIA B COUCTAHNH
C KIIMHUYECKUMM U JJaOOpaTOPHBIMU MPU3HAKAMM TUTIEP-
aHIpOTeHUN. brnoxmMmueckne MapKepbl 1 HOBBIE TEXHO-
JIOTUM, BKJIIOYasl TaHeau OMOoMapKepoB UM OMOCEHCOPHI,
OTKPBIBAIOT TIEPCIICKTUBEI IJISI TOUHOM 1 paHHE THarHo-
ctuku. Jleuenue CITKS y monpocTKoB — KOMILIEKCHOE,
BKJTIOUAET MOTU(HUKAIINIO 00pa3a XNU3HU, MEIUKAMEHTO3-
Hble M MPU HEOOXOAMMOCTU aJbTEPHATUBHbBIC MOIXOJbI.
Hcronp3oBaHne KOMOMHUPOBAHHBIX OpPABHBIX KOHTP-
alleNTUBOB, MET(OPMUHA M aHTUAHIPOTeHHBIX IMpernapa-
TOB TMPOBOAUTCS € YYETOM UHOMBUAYAIbHBIX OCOOEHHO-
cTei OOJIBHBIX U IO CTPOTUM KOHTPOJIEM 0€30ITaCHOCTH.
BaxxHoe 3HaUeHME UMEIOT OOpa3oBaTeIbHBIC U TICUXO3MO-
IMOHAJIBHBIEC TIPOTPAaMMBI, HallpaBJICHHEIC Ha TTOBBIIIICHIE
MPUBEPKEHHOCTU JICUEHUIO M CHIDKEHHE HETaTUBHOIO
BJIUSTHUS 3a00JIeBaHUSI Ha KadeCTBO JKU3HU OOJbHBIX.
IMepcnexktuBnl BepeHust CITKSA y nmeBouek-mompocTKOB
CBSI3aHBI C BHEIPEHMEM WHHOBAIIMOHHBIX THMATHOCTHYEC-
CKUX U TepamneBTUUECKUX TEXHOJOIUI, BKIIOUYast UCTOIb-
30BaHNE MCKYCCTBCHHOTO MHTEIICKTa, METOIOB MAaIITH-
HOro OOy4YeHMSI U MEPCOHATM3MPOBAHHBIX OMOMapKepOB.
OueBHUIHO, UTO cOBpeMeHHBIe cTpaTerun BegeHust CITKS
y II€BOYEK-ITOAPOCTKOB HOJDKHBI MMETh KOMIUIEKCHEIN,
MEePCOHAIN3UPOBAHHBIN Y IMHAMWYECKUI XapakTep, yau-
TBIBAIOIINI CITeIU(UKY ITyOepTaTHOTO Bo3pacTa.
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Poinoa A.1O., Ilanywa JI.H., Bopoxcuos U.H., Ipauee H.C., Jlonamun A.B., Kapauyncxuii A.H.,
Canaxoesa A.B., Tapaxanosa A.B., Tepewenxo I.B.

Octpas kuHnyeckas manudecramus capkomsl FOunra, pacnpocTpansionieiicsi u3 BTOporo
[IEHHOr0 MO3BOHKA

®OI'BY «HauumoHanbHbI MEAMIIMHCKUI MCCIEI0BATENbCKUM LIEHTP AETCKOM reMaToJIOruu, OHKOJIOTUU 1 UMMYHOJIOTUU
uMm. [Imutpust Porauesa» Munznpasa Poccuu, Mocksa, Poccust

Pe3some

AktyaapHocTh. Capkoma lOumHra — BbICOKOMeTacTaTHueckass hopMa CapKOMBI, BTOpasl MO paclpOCTPaHEHHOCTU IIep-
BUYHAs 3JJ0KaYeCTBEHHAs OIyX0Jib KOCTEH, mopaxarolas MperuMyIlecTBEHHO MOoAPOCTKOB. KpaliHsis penkocTh 3TOro 3a-
0oJieBaHUS B IIEWHOM OTaAEJIe TTO3BOHOYHMKA MOXKET MPUBECTH K 3aep>KKe TUarHOCTUKHU IO TeX IOp, MOoKa OIyXOJb He
MIOCTUTHET 3alyIICHHOM CTaIuy M He HAYHET CHABIMBATh CIIMHHOM MO3T. HavalbHbIe CUMIITOMBI MOTYT BKIIIOUATh OOJIb
B Llee U PaauKyJIoNaTUuIO. DTU CUMIITOMBI MOTYT OBICTPO MPOrpeccUpoBaTh, COMPOBOXIASICH CIa0OCThIO KOHEYHOCTEH
U 1UChHYHKIIME MOUYEBOTO My3bIpsl UM KUIIEUHUKA, pa3BUBasICh B TeUeHME HECKOJBKHMX THEH Mocye Havata 3a001eBaHuUs.
Bricokas cTeneHb KIMHUUYECKO HACTOPOXKEHHOCTH MMEET pelaroliee 3HaUeHUe IJIsT paHHEH TMarHOCTUKU U JICUCHUS.
eab pa®oThI: MPeNCTaBUTh KIMHUYECKOE OMMCAHUE Cllydast OCTPOi KIMHUYECKO MaHudecTauuu capkombl FOuHra, pac-
npocTpaHsioleiics u3 mo3sonka C2.

Martepuajbl 1 MeTOIbI. MBI OIMMCHIBAEM CIydail y 3-JIeTHe# 1eBOYKM Oe3 HATMUMS XPOHUIECKUX 3a00JIeBaHUI WU TPaBM
B aHaMHe3e. KimHudeckne nposiBieHrs Hadalrch 3a 6 Mec 10 pa3BEPHYTOM KapTUHBI 00JIE3HN C HE3HAYMTEJIBHOM ITporpec-
CUpYIOIIEH epuoaInYecKOoil 00 B 1IeiTHOM OT/esie TO3BOHOYHMKA, KOTOPYIO CHayala paclieHMBaJIU KaK COCTOSTHUE, 00yC-
JIOBJIEHHOE KpuBoleeil. Yepe3 3 Mec TIpU MOCTOSTHHO COXPAHSIIONIEIICSI CUMITTOMATHUKE OOJbHOM ObUIO BBIITOJTHEHO PEHT-
TeHOBCKOE 00CJieIoBaHUE LIEHHOTO OTAea MTO3BOHOYHUKA, HA KOTOPOM Ha TOT MOMEHT HE OTNMCHIBAIM MaTOJOTUYECKUX
usMeHeHuit. Crryctst 6 Mec OT Hayasia 3a60JIeBaHUs IIPOM3O0IILIO Pe3KOe HapacTaHKe CUMIITOMATUKY B TeU€HME HECKOIbKUX
ITHEl 10 BBIpasKeHHOTO O0JIEBOTO CMHApPOMA, TeTpanape3a 1 Ta30BbIX HapylieHuit. [Ipu MPT 6b110 BBISIBJICHO TTOpakeHME
2-TO LIEHHOTO MO3BOHKA, 3aTparuBalolllee Kak TeJo MO3BOHKA, TaK U 33HIOI0 AYTY ¢ UH(UIbTpallueil MepeaHero dnumy-
PaJbHOIO MPOCTPAHCTBA, OTBEPCTUI HEPBHBIX KOPELIKOB Ha YpOBHE 2—3-T0 LIEHHBIX TO3BOHKOB B MpuUJjeraoliye napa-
BepTeOpaIbHbBIC MBIIIIIBI, a TAKXKE MHBA3US OITYXOJIM B IIPABYIO TTO3BOHOUHYIO apTEPHUIO C OXBATOM €€ CO BceX CTOpoH. [1pu
MYJIBTUCTIUPAIBHOM KOMITBIOTEPHOU ToMOTrpaduu TpyIHOIN MOJOCTU ObUIO BBISIBIEHO MHOXECTBEHHOE METacTaTUUeCcKoe
rnopaxeHue JIErKUX (BCero 0KoJio 25 MeTacta3on).

PesyabraTel. BosbHOIT OBUIO BHITIOJIHEHO 3KCTPEHHOE OIMEpPaTUBHOE BMEIIATEILCTBO B 00bEME JaMUHIKTOMMUHU OoT C2 1o
C4 o3BOHKA € YaCTUYHOU pe3eKIIMeil SKCTpaaypaibHOTO MITKOTKAHHOTO KOMITOHEHTa OIyxoyiu. B nmocineonepaiimnoHHOM
rnepuoae OTMEYEH TMPaKTUYEeCKU MOJHBINM perpecc HeBpoJjormyeckoro aedbuuura — a0 4,5 B Horax u 4,5 6ajia B pykax
U perpecc Ta3oBBIX HapylleHUii. boabHast OblIa MepeBefcHa B oTaeleHHe neTcKoii onkomorun ®I'bY «HMUIL ATOU
uM. Imutpust PoraueBa», riie MHUIIMUPOBAHO MTPOBENIEHUE MYJIbTUMOIAIbHON XMMUOTEPAITUY U JIy4eBOI TepaIuu.
3akmouenne. [TepBuunbie capkombl KOuHra, mopaxatomre C2 mMo3BOHOK, BCTpeyaroTcs KpaliHe penko. JlaHHast Jjokanusa-
LIMST TIPEACTABISIET TMAaTHOCTUYECKUE TPYIHOCTU M3-3a HETUITMYHON KJIMHUYECKON KapTUHBI, PEHTTEHOJIOTMYEeCKOM U TH-
CTOTIATOJIOTUUYECKOM CXOXKECTH C IPYTUMHU OTYXOJIIMU. JIaHHBIH CIydaii orpeaesieT BRICOKYIO 3HAYMMOCTDb MEKIMCITATLIA -
HapHOTO TMOAX0oAa ISl TOYHON TUAarHOCTUMKM M ONTUMAJIbHOTO JieueHUsl. TOUHOe M CBOEBPEMEHHOE paclo3HaBaHUE STUX
penkux GopM MOXKET CITOCOOCTBOBATh PaHHEM AMArHOCTUKE U YJIYYIICHUIO MPOrHO3a TSl O0JIbHBIX.

Kmouessie cioBa: demu; capkoma FOunea; émopoil uieiinvlii N036OHOK,; KOMAPECcCUsi CAUHHORO M032a; KAUHUYeCKas maHugec-
mayus; maKkmuxka Ae4eHus
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Artemii Yu. Rynda, Lyudmila I. Papusha, Igor N. Vorozhtsov, Nikolay S. Grachev, Andrey V. Lopatin,
Alexandr 1. Karachunsky, Agunda V. Sanakoeva, Alexandra V. Tarakanova, Galina V. Tereshchenko

Acute clinical manifestation of Ewing sarcoma spreading from the second cervical vertebra

Dmitry Rogachev National Medical Research Center for Pediatric Hematology, Oncology and Immunology, Moscow,

Russian Federation

Summary

Objective. Ewing sarcoma is a highly metastatic form of sarcoma, the second most common primary malignant bone tumor,
primarily affecting adolescents. Its extreme rarity in the cervical spine may lead to a delay in diagnosis until the tumor
reaches an advanced stage and compresses the spinal cord. Initial symptoms may include neck pain and radiculopathy. These
symptoms may progress rapidly, accompanied by limb weakness and bladder or bowel dysfunction, developing within days
over the disease onset. A high degree of clinical suspicion is crucial for early diagnosis and treatment. The aim: To present
a clinical description of a case of acute clinical manifestation of Ewing’s sarcoma extending from the second cervical vertebra.
Materials and methods. We describe a case of a 3-year-old girl without history of chronic illness or trauma. Clinical
manifestations of symptoms began 6 months before the full-blown clinical picture, with mild, progressive, intermittent pain
in the cervical spine, initially attributed to torticollis. Three months later, with persistent symptoms, the patient underwent
a cervical spine X-ray, which at that time revealed no significant pathological changes. Approximately 6 months after onset,
symptoms sharply worsened over several days, leading to severe pain, tetraparesis, and pelvic dysfunction. MRI revealed
alesion of the second cervical vertebra, affecting both the vertebral body and the posterior arch, with infiltration of the anterior
epidural space, nerve root openings at the level of the second and third cervical vertebrae, and adjacent paravertebral muscles.
Tumor invasion of the right vertebral artery encompassed it from all sides. A chest CT scan revealed multiple metastatic lesions

in the lungs (approximately 25 metastases in total).

Results. The patient underwent emergency surgery, including a laminectomy from the 2" to 4" cervical vertebrae with partial
resection of the extradural soft tissue component of the tumor. Postoperatively, almost complete regression of neurological
deficits was noted, with a score of 4.5 in the legs and 4.5 in the arms, as well as regression of pelvic abnormalities. The patient
was transferred to the Pediatric Oncology Department of the Dmitry Rogachev National Medical Research Center for
Pediatric Hematology, Oncology, and Immunology, where multimodal chemotherapy and radiation therapy were initiated.
Conclusion. Primary Ewing sarcomas affecting the C2 vertebra are extremely rare. This location presents diagnostic challenges
due to its atypical clinical presentation and radiographic and histopathological similarities to other tumors. This case highlights
the importance of a multidisciplinary approach for accurate diagnosis and optimal treatment. More accurate recognition of
these rare forms can facilitate early diagnosis and improve patient prognosis.

Keywords: Ewing sarcoma; second cervical vertebra; spinal cord compression, treatment tactics, clinical manifestation, children
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Capkoma IOwunra (CHO) — BbICOKO3JIOKAaYeCTBEHHAs
MEJIKOKPYTJIOKJIETOUHAsI OITyXOJib, 3aHMMAaoIast 2-¢ Me-
CTO MO YaCTOTE 3JIOKAYECTBEHHBIX OITyXOJIEe KOCTEN y e~
Teit rociie octeocapkomsl [1—4]. Ha e€ momio nmpuxoaurcst
0KOJ10 4% 3J10Ka4eCTBEHHBIX OIyXOJIeil y AeTeil, MUK 3a-
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00JIeBaEMOCTU MPUXOAUTCS Ha 2-€ NeCATUIIETUE XU3HMU.
Hawnb6onee yacto CHO nmopaxkaeT JIMHHBIE TpyOYaThie KO-
cTu U Ta3. Mcropuuecku oHa acCOLMUPOBANIACH C BBICO-
KOl CMEPTHOCTbBIO, HECMOTPSI Ha MOIIBITKY JieyeHus [1, 3,
5—7]. TlopaxeHusl TIO3BOHOYHMKA BCTPEYAIOTCSI PEIKO
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1 OOBIYHO HAOJIOHAIOTCS B KOHTEKCTE METACTaTUICCKOTO
nopaxkeHwust. [Tepsuanass CHO mo3BOHOYHMKA BCTpedaeTCs
penko, coctanisist 3,5—14,9% nepBUYHBIX CAPKOM KOCTEIA.
Cpenu CHUHATBHBIX JIOKIM3AaWiA YacTO ITOpaXKaloTCs
TTOSICHUIHBINA W TPYOTHOM OTHENBI, TOTIA KaK IMOPaKeHUs
IIETHOTO OTIeNa MTO3BOHOUYHNKA BCTPEUAIOTCST UCKITIOUM-
TEJILHO PEIKo, eIé pexke mopaxaercs 1mo3BoHok C2. I1o-
paxkeHHE aTJIAHTOAKCHAJIBLHOTO COCOUHEHUSI COCTABIISICT
npubnmu3nuteabHo 3,2% Bcex CHO 1M03BOHOYHOM JIOKAJIM-
sauuu [6—17]. Y GOJBHBIX C TO3BOHOYHON JIOKAJIN3aLNEN
OITyXOJIM 4YacTO HaOJIIOmaroTCsT Hecneunuduiyeckue Ha-
YaJbHBIC CUMIITOMBI, YTO MOXET 3aJepKaTh IOCTAHOBKY
nrarHo3a. Ha mo3mHuX cTammsix KOMIIpecCUsl CITMHHOTO
MO3Ta MOXET IPUBECTU K CEPhE3HBIM HEBPOJIOTMUECKIM
HapyIIeHUSIM, BKITIOUast OBICTPO IIPOTPECCHPYIONIYIO ITa-
parureruto. CIO B meitHOM OTIesIe ITO3BOHOYHNKA HE M-
eT YETKMX paHHUX CHUMITOMOB, IO3TOMY JIMArHOCTHKA
U CTpaTeTus JICYCHHST Ha paHHEM 3Talle 3aTpyTHUTEbHA,
0COOEHHO y JeTeil Myammiero Bo3pacta [1, 4, 8, 11-22].
B HameM KJIMHUYECKOM CiIydae IpencTaBlieH UMEHHO Ta-
KOl BapuaHT pa3BUTUSI COOBITUI, HO C KpaliHe peaKoii JIo-
Kajuzauueit B mo3BoHke C2.

Onucanue KJIMHAYECKOro ciaydyasa

JeBouka A., 3 roma, 6e3 XpoHUYECKMX 3a00JIeBaHU
WIM TpaBM B aHaMHe3e. bosibHas mpoxuBaia B OTHAIEH-
HOM OT ropoja pailioHe B ofHOW u3 obyacteit Poccuu.
IlepBble CHMIITOMBI HavyaJIMCh 3a 6 Mec IO pa3BEPHYTOM
KJIMHUYECKOW KapTUHBI C HE3HAYUTEJIbHOM MPOrpeccupy-
[o1Ielt mepuoanyecKkoi 6011 B IIIEHHOM OT/IeJIe TO3BOHOY -
HUKa, KOTOPYIO CHayaja paclieHUBAIM KaK COCTOSTHUE,
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00YCJIOBJICHHOE KpPUWBOIIIEeH. YUUTHIBasI, YTO TMALIMECHTKE
Ha TOT MOMEHT OBLIO 2 TOa, TOCTOBEpHAs OLIEHKA KajI00
pebéHka Oblia 3aTpyaHUTeNbHA. boabHas nepuoanyecku
ocMaTpuBaiach MeAUATPOM M HEBPOJIOTOM IO MECTY JKH-
TEJIbCTBA, IIPOXOIMIIA KypC OCTeonaTn. 3a 3 Mec 0 TIpo-
BEIeHMSI MarHUTHO-pe3oHaHCHOW Tomorpaduu (MPT)
0OJIBHOIT OBLTO BEITTOTHEHO PEHTIEeHOBCKOE NCCIIeI0OBaHNIE
IICITHOTO OT/IeJa TO3BOHOUYHUKA B CBSI3M C COXPAHSIOIIN -
MHCS OOJISIMM B OOJIaCTH IIIeW, Ha KOTOPOM Ha MOMEHT
00cIemoBaHUsI He OMMCAHO MATOJOTMUECKNX U3MEHCHMIA.
HnMeronuiicst 601€BOM CHHAPOM MHOTIA KYITMPOBAJICS ca-
MOCTOSITEJIbHO, B IPYTUX CIydasx MpUOerajiu K HeCTepo-
WIHBIM IIPOTUBOBOCITAIUTEILHBIM IpernapaTam. Co Bpe-
MeHeM PeOEHOK CTAHOBUJICS O0Jjiee Kallpu3HBIM, OTMeYa-
JIOCh 9acTOe OECITOKOMCTBO B HOYHOE BPEMSI.

3a 7 gHeit no npoBeaeHust MPT y GobHOI cTaa I1o-
SIBJIATBCST HapacTalolasi CJIaboCTh B HOTax, OHAa OTPaHNYM -
BaJia ce0sI B TIepeIBMKCHUH, OTMEYaJICS BEIPaXKeHHBIN 00-
JIEBOI CHHIPOM B 00JIaCTH IIer. B TeueHme mocieayommx
CYTOK ITOSIBUJIMCH TA30BbIe HAPYIIICHUS B BUIIE JUIMTESIBHOM
3aaepxku Mmouu. El€ yepe3 cyTKu ObLIO BbISIBJIEHO Hapa-
CTaHHWE Ta30BBbIX HAPYIICHWI B BUIEC HeOepKaHMS CTYyJIa.
bonbHas 6bU1a rocUuTaIM3MpoBaHa B 00J1aCTHYIO JETCKYIO
KJIMHUYECKYIO OOJIbHULYY. YUYUTBHIBAasl XKaJloObl, Ha TEp-
BOM 3Tare TUAarHOCTUKM Havall MCKIIF0YaTh BO3MOXKHEIC
HelipouHpekuuu. [1pu aToM y 60JbHON B MOCAEAYIOLINE
CYTKH IIPOTPECCMBHO HapacTalia HeBPOJIOIMIeCKass CHM-
IITOMAaTHKa, TOSIBUJINCH CI1a00CTh B pyKaxX W HYDKHUIA Ma-
pamape3. B cBsI3u ¢ pe3KuM HapacTaHUEM KIMHUYECKOU
CUMIITOMATHKHU U TIOHO3PCHMEM Ha KOMIIPECCUIO CITUH-
HOro Mo3ra ObLJIO IPUHSTO pellieHue o BoinojHeHun MPT

Puc. 1. MPT 1eiiHoro otaena mo3BOHOYHKMKA MALIMEHTKU A.

a — akcuanbHbie u3oopaxenus (T2 TRA pexum); 6 — kopoHapHbie nzoopaxenust (T2 TSE pexum). I — oryxosib; 2 — rnpaBast TO3BOHOYHAs apTepus;
3 — CIUHHOI MO3T; 4 —1o3BoHOK C2. ['paHMIIa pacnpoCTpaHEHUS OITyX0JIM 0OBeAeHa XKEATHIM, TO3BOHOYHAS apTepUsi — KPACHBIM.

Fig. 1. MRI of the cervical spine of the patient A.

a — axial images (T2 TRA mode); b — coronal images (T2 TSE mode). / — tumor; 2 — right vertebral artery; 3 — spinal cord; 4 — second cervical vertebra.

The tumor border is outlined in yellow, the vertebral artery is in red.
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IMO3BOHOYHHMKA Y TOJIOBHOTO MO3Ta B KAYeCTBE TIEPBOM JIM-
HUU BU3YaJIN3aIUU.

I1pu MPT 6b110 BBISIBJIEHO TTOpaXkKe€HNUE BTOPOIO 1Ieii-
HOTO ITO3BOHKA, 3aTparuBalollee KakK TeJlo ITO3BOHKA, TaK
W 3amHIOK OyTy. DTO MOpakeHWe IPOSIBIISUIOCh B BUIE
MIPOMEXYTOYHOTO curHaja Ha T1- u T2-B3BeIlleHHBIX U30-
OpaXkeHUSIX 1 MTHTEHCUBHBIM KOHTPACTUPOBAHUEM IIOCTIe
BBeneHUsT KoHTpacTa (puc. 1). Omyxonb nMena OOJbIION
SHIOKAHAJIBHBIM, OKCTPAagypalbHBII M BSKCTpaMemy-
JISPHBIM MSTKOTKAHHBIM KOMIIOHEHT, IIPOCTUPAIOLIUIICS
ot C1 nmo C4, BHyTpHKaHAJIbHBIN MITKOTKAHHBIN KOMIIO-
HEHT, KOTOPHBI OBUI XOPOIIO OYepUYeH, MMENI OBAJbHYIO
dopmy, nuddy3Hoe YCUIEHUE CUTHalA C IIUPOKUM N1y-
paJIbHBIM TIPUKPEIUICHMEM M OKa3BbIBAIOIIMI KOMIIPEC-
CHMOHHOE BO3IEUCTBIE HA CITMHHON MO3T IUPKYJIIPHO CO
BCEX CTOPOH, BBI3bIBAasi MECTAMU IIOJIHBIM CTECHO3 ITO3BO-
HOYHOTO KaHajia, 4TO IPOSIBIISIIOCH B BUIE aHOMAJILHOTO
CHTHaJIa, YKa3bIBAaIOIIEIr0 Ha KOMITPECCHUOHHYIO MUEJIO-
matuto. Kpome Toro, ormyxoib MHGUIBTPHUPOBAJa B TIepe-
JIHEe dMUIYpaIbHOE MPOCTPAHCTBO U OTBEPCTUSI HEPBHBIX
KopelnkoB Ha ypoBHe C2—C3, mHBa3upoBajia B IPaBYIO
IMO3BOHOUYHYIO apTepHIO, OXBAaThIBasi €€ CO BCEX CTOPOH,
a TakKe pacIIpoCTpaHsIach B IIpUJICTAOIIME IapaBep-
TeOpasibHble MbIlILbL. B cocenHux no3sonkax (Cl u C3)
HaOonanuch u3MeHeHne MP-curHaia u yactuuHas je-
CTPYKLIMSI KOCTHOM TKaHU.

3amep:KKa B IMarHOCTUKE MOXKET OBITh OOBSICHEHA He-
TUITAYHBIMU TI€pBOHAYAIBHEIMUA CUMITTOMaMU, KOTOPBIC
He ObUIM cpa3y paclo3HaHbl KaK IPH3HAKU CEPhE3HON
MMaTOJIOTHH. DTa 3amep:KKa, BO3MOXKHO, YCyryomrach He-
TMOOIIEHKOM CO CTOPOHBI CEMBH U JIOKHOM YBEPEHHOCTBIO,
OCHOBAHHOI Ha M3HAYaJIbHO HUYEM He IMpuMedaTeIbHOMI
CTAHIAPTHOM pEHTTEHOIPaMMe.

ITo 3KCTpeHHBIM TTOKa3aHUSIM 00JIbHAsT ObLTa KOHCYIIb-
THpOBaHa HelipoxupypramMu 1 onkosoramu @I'bY «<HMULL
AT'OU wnm. JImutpusi PoraueBa», OblIa peKOMEHIOBaHA
9KCTPEHHAasl TOCMUTAIU3alMs B CTalMOHAp ISl TTpOBede-
HUS XUPYPTUIECKOTO JICUCHUS, TyIeBOM I XUMHUOTEPATINH.

bompHast mocrymuta 8 ®I'BY «<HMHWL JTOU nwm.
Hmutpuss PoraueBa» B TSDKEJIOM COCTOSIHUU, OIIpenesisi-
[OIIeMCSl 3HAUYUTETbHBIM HEBPOJIOTUYCCKUM Ie(PUIINTOM.
B cBs131 ¢ BBRIpaskKeHHBIM OOJIEBBIM CHMHIPOMOM B IIIEITHOM
oTIee T03BOHOYHMKA (9— 10 6aIoB 10 BU3yaIbHO-aHAIIO-
TOBOM IIKaJie) 60IbHASI HAXOIMJIACh HA TIOCTOSTHHOM MHY-
3MOHHOM Teparmy HApKOTUIECKIUMU aHAIbIeTUKAMMU.

IIpy KJIMHMYECKOM OCMOTpE MalMeHTKAa HaXOAWJach
B CO3HaHWM, OlLIEHKa Mo IiKajae Kombl I[Jjasro cocra-
Buja 15 GaioB, OAHAKO JeBOYKA HE MOTJa HU CTOSITb,
HU culeTb. Y OOJIbHOW OTMEYaJIMCh BbIpakeHHasi 0O0Jib
W TUIIEPECTE3UsT B 00JIACTH IIEH TIPU CMEHE ITOJIOXKECHUS
KaK I10 TIepeIHel, TaK ¥ 110 3aMHei moBepxHoCcTH 1reu. Co-
CTOSTHHAE OOJTbHOM OBIIO TSIKEBIM IO HEBPOJIOTUIECKOMY
crarycy. I1p1 HeBpOIOTMIECKOM OCMOTpE: IeBOYKa TIIaK-
CcHBa, pa3apaxkuTellbHa, OOOHSHUE HE HapYIICHO, 3padyKu
paBHBIC, CpemHE BEIMYMHBI, (POTOpPEaKIMs COXpaHEHA.
KopHeanbHble 1 HagOpoBHbIE pedieKchl coxpaHeHbl. Ko-
cora3us He ObUTO. BEISIBIIEH ropM30HTAIBHBIN MEITKOPa3-
MAIIIMCTHIN HUCTArM. JIBMKEHMSI IIIA3HBIX SI0JIOK B TTIOJTHOM

o0bEMe. JIuio cummerpuuHoe. [1ape3oB u mapajinyeit HeT.
YyBCTBUTEILHOCTD B 00JIACTH JIMIIA He HapylIeHa. bojeii
B oOiacTu juia HeT. Peub He HapymeHa. CiyX CHIDKEH.
I'moranue, hoHAIIMS M apTUKYJISIINS HE HApYIIeHBI. SI3bIK
T10 CpeMHE TUHUN. ATpO(DUH IPyIMHO-KITIOUNIHO-COCIIe-
BUIHON, TpamnelneBUIHON M MBIIII] MSITKOTO HEOA HEe OT-
Meyajoch. Y 00JIbHOM OoTMeuvasicsl TeTparape3 10 1 Gasnna
B pyKax M Horax. [ Mmocre3nst KoxXu Tella 10 YPOBHS KITIO-
qur. CyXOXWJIbHBIE pedIeKChl ObTA YTHETCHBI OOJIBIIE
B BEPXHMX KOHEUHOCTAX. KoopauHaTOpHBIE TTPOOBI Olie-
HUTB OBIJIO HEBO3MOXKHO BBUIY HEBPOJIOTUIECKOTO Iehr-
1uTa. MeHMHreaabHOI CUMIITOMATUKM He ObL10. [TaTono-
TMIEeCKNX CTOITHBIX 3HAKOB He OBbLIO. BBISBICHBI Ta30BBIC
HapyIlIeHNs, KOTOPBIe TIPOSIBIISUINCH HemepxkaHueM aede-
KallMM U 3aIep>KKO MOUYEeUCIyCKaHMSI.

IIpn nocrtynneHun OOJILHOI Takxke Oblla BbIMNOJ-
HeHa MYJIbTUCIMpaIbHas KOMITbIOTepHasT ToMorpadus
(MCKT) opraHoB rpyIHO# 1 OPIOIITHOM TTOJIOCTH, 10 JaH-
HBIM KOTOPOI OBUIO BBISIBICHO MHOXKECTBEHHOE MeETa-
CTaTUYECKOE TMOpaxkeHUe JIETKUX (BCEro OKOJo 25 MeTa-
CTa30B), MaKCHMAaJIbHbIM pa3MepoM A0 26 MM (puc. 2).
KimHndyeckn oHM ceOsT HMKAK He MPOSBISIIM HU TIPU
cbope Kaynod y poauresieil pedéHka, HU TpU 00bEKTUBHOM
0OCMOTpe caMOit OOJIbHOI.

YuuTeIBasi BEIPaXKeHHOCTh KOMITPECCHUY CITMHHOTO MO3Ta
0OJIbHOI, B 3KCTPEHHOM ITOPSIAKE ObLIA BHITTIOJTHEHA TIEKOM-
MIPeCCUBHAST OTIePALIMS, 3aKITFOYAIONIASICS B TAMUHIKTOMIHT
oT C2 no C4 ¢ 4aCcTUYHOI pe3eKIneil 3KCTpanypaTbHOrO
MSITKOTKAHHOTO KOMITOHeHTa. [ToTHas pe3eKIns OImyXoaun
ObLIa ITpU3HAHA HEBO3MOXHOM M3-32 MAaKCUMAJIbHO BBICO-
KOI XUpPYyprudecKoil ctamum 3abojeBaHus (puc. 3, a), Ko-
TOpasi OMpPEaeIsIach MHBA3MPOBAHUEM OITYXOJIbIO TIPAaBOM
ITO3BOHOYHOM apTepuM M KOPEIIKOB CIIMHHOMO3TOBBIX
HepBoB Ha ypoBHe C1—C3 ¢ IByX CTOPOH, OTHAIIEHHBIM
IMapaBepTeOpaIbHBIM PACIIPOCTPAHEHUEM OITYXOJIM W BbI-
COKMM PHCKOM HapacTaHUs HEBPOJIOTUIECKOTo AcUIInTa
B CBSI3M C aHATOMO-TOIOTPa(MUECKUMHN OCOOCHHOCTSIMU
PACITOJIOKEHHUSI COCYINCTO-HEPBHBIX 00pa30BaHIIA HAa 3TOM
ypoBHeE (cM. puc. 3, 6, 8). UHTpaomnepallnoHHO OITyXOJIb OBbI-
JIa TTOTHORJIACTUYECKONM KOHCHUCTEHIIMM, MECTaMHM KOCT-
HOM IUTOTHOCTH, KOPUIHEBATO-PO30Bast, YMEPEHHO KPOBO-
cHaOXaeMasl, TZIOTHO MHBA3HUPYIOIast OKPYKaIOIIe TKAH!
U TPYOHOOTAEJIIeMast OT HUX.

B mocieonepallnOHHOM TIeproje Y O0TbHONM OTMEUYCH
MIPAaKTUYECKHU TTOTHBIN perpecc HeBPOJIOTMIEeCKOro neu-
mmTa — 1o 4,5 6asura B Horax u 4,5 6ajura B pyKax, perpecc
Ta30BbIX HapymeHui. OcTraBajzach 00JIb B IIICTHOM OTIC-
JIe TIO3BOHOYHMKA, HO TOpa3Io MEeHbIIe MHTEHCUBHOCTH
(2—3 6aa o BU3yaIbHO-aHAJIOTOBOM IIIKAJIE).

BonpHasg ObLTa mepeBeneHa B OTACIACHHUE OETCKOI OH-
konoru ®I'bBY «<HMUL ATI'OU um. Imutpus Poraue-
Ba», TJle¢ MHUIIMMPOBAHO MPOBEICHNE MYJIbTUMOIAIBHOMN
XUMUOTEPAIINH 1 JIy4eBOM TepaItiiu.

Tucmoaoeuneckuii anaaus. OIyXoiab CEPO-KOPUIHEBOTO
LIBeTa, 3JIACTUIHO-YIIPYTOll KOHCUCTCHIIMHU C y4acTKaMH
KOCTHOI TII0THOCTUA. MparMeHTH KOCTHOM, COCOUHM-
TEJIbHOW 1 XMUPOBOUW TKAHU C MEJTKOKPYTJIOKJIETOYHON WH-
uabpTpanmeil. DMeMeHTHI ¢ TUTIEPXPOMHBIMU simpaMu 6e3
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Puc. 2. MCKT n€rkux mammeHTKy A.

CTpCJ’lKaMY/I OTMEYEHBI METaCTaTUYECKME OYary B JIETKUX.

Fig. 2. Multislice computed tomography of the patient’s A. lungs.
Arrows indicate metastatic lesions in the lungs.

sipbiek. [TpoBeaeHO MMMYHOTUCTOXMMUYECKOE MCCIIe-
noBaHue TkaHelt omyxoiau ¢ CD99, NKX2.2, Synaptophy-
sin, Chromogranin A, Myogenin, MyoD1, Desmin, CD3,
PAX-5, TdT. Kiterku nunduiabTpara skcnpeccupyror CD99,
NKX2.2. Mopdonornueckast KaptuHa CIHO (puc. 4).

Oo0cyxnenne

CIO Oblna BriepBble onucaHa Kak nud@ysHas 3HI0Te-
nmoMa Koctu JIxeiimcom FOuHrom B 1921 1. XoTs u3Ha-
YaJIbHO CUMTAJIOCh, UTO 3Ta OIMYXOJIb UMEET IPUMUTHUBHOE
ME3eHXUMaJIbHOE TPOUCXOXICHUE, HEIaBHUE MOJIEKY-
JISIpHbIE, OMOJIOTMYECKHME M HMMMYHOTHCTOXMMUYECKUE
HCClIeIOBaHus TTOKa3aJiki, YTO Ha CaMOM Jiejie e€ Mpouc-
XoxaeHue HeitpanbHoe [1-3, 10, 17].

[To3BoHOUHAs JIOKaIM3alMs OIyXOJ1 HEe BCerna JIErko
MHUATHOCTUPYETCS, T. K. TTAIMEHThI YACTO MPEIbSIBISIOT He-
crenuyeckre HayalbHbIe CUMIITOMBI, TaKUe KakK 00JIb
B CITMHE, MblIIIeUHass 00J1b win nuddysHas mapecrtesus,
YTO MOXKET 3aJepKaTh TMarHOCTUKY. TOJbKO MpU TMOsIBIE-
HUU CepbE3HBIX HEBPOJIOTUUYECKUX Ne(DUIIMTOB, BKIIOUAS
CEHCOPHBIC U IBUTATEJbHbIC HAPYIIEHUSI, a TAKXKE HEBPO-
JIOTUYECKHM BBI3BAaHHYIO AUCHYHKIIMIO MOUYEBOTO MY3bIPS
WM KUIIEYHMWKA, TMOJ03PEBalOT IMATOJOTUI0 TTO3BOHOY-
Huka [4, 7, 8]. Dra 3agepkKa 4acTo MPOUCXOAUT B Teue-
HUE HECKOJbKUX HeOeNlb Iocje TOSIBICHUS HadyalbHbIX
cumntoMoB. I1pu 3Tom 60osiee 2/3 GOTBHBIX MPEIBSIBIISIOT
HEBPOJIOTMYECKKE KaJIoObl HA MOMEHT IOCTAHOBKU JHUar-
Ho3a. JTa Hecreuuduyeckas CUMIITOMATHKa MPUBOIUT
K CpEeIHEU MMATHOCTUYECKOMN 3aMEPKKE IIUTEIbHOCTBIO
no 8—12 Hen. HekoTopble aBTOPBI COOOIIAIOT O CpeaHei
MHMATHOCTMYECKOU 3amepXKe 5 MecC, MOCKOJIbKY Hayajlb-

HbI€ CUMIITOMBI YaCTO MPUIUCHIBAIOTCS HE3HAUYUTEIbHOMN
TpaBMe WIM Apyrum 3a0osieBaHusiM [4—11].

ITpu sToM peakocts Jiokanuzauuu CIO B mieifHoOM oOT-
Jiejie TIO3BOHOYHMKA MOXET MPUBECTU K 3alepXkKKe nuar-
HOCTUKU JI0 T€X IMOp, MOKa OMyXOJb HEe JOCTUTHET MO3MI-
Hell cTaiuy W He CAABUT CIOMHHOW Mo3r. HauanbHbIMU
CUMIITOMaMU MOTYT ObITb OOJIb B 1Ie€ U PaAUKYJIOMaTUs
(60J1b, UppagUUpYlOLIAs B PYKY WM HOTY). DTU CUMIITO-
MbI MOTYT OBICTPO MPOTPECCUPOBATH, COMTPOBOXKIASICH Cla-
OOCTbIO B KOHEUHOCTSIX, TUCMYHKIIMEN MOUEBOTO My3bIPs
WX KUIIIEYHUKA, pa3BUBAIOLIENCS B TEUEHUE HECKOIbKUX
NHel rocye Havyata 3abosieBaHus. Bbeicokasi cTeneHb Kiu-
HUYECKOU HACTOPOXKEHHOCTH UMEET pelliatollee 3HaYeHue
st paHHei auarHoctuku CHO [3—8].

B Haiiem ciyyae nuarHo3 ObuUT MOCTaBJIEH C OMO3IaHU -
€M MPUMEPHO 6 MeC, BEPOSITHO, M3-3a HETUTTUYHOI MepBO-
HavyaJIbHOW KIMHUYECKOU KapTUHBI O0JIE3HU U OTCYTCTBUS
XapaKTEePHbIX TPU3HAKOB Ha CTAHAAPTHBIX PEHTTEHOTPaM-
Max, BbIITOJTHEHHbBIX U3HAYAIbHO.

OryXoJb YacTo MopakaeT 3aJHUE OTAEJIbl TO3BOHOUYHU -
Ka, B 70% ciaydaeB pacrpoCTpaHsIsICh Ha Tejla TTO3BOHKOB.
B 30% cnyuyaeB nepBoHaYaIbHO MOPAXKAETCsl TEJIO TTO3BOH-
Ka, a 3aTeM pacIpoCTPaHSIeTCs Ha 3aJHUE OTAEJbl MO3BO-
HouHMKa. YacTo HabmoaaeTcst OOIIUPHbBINA MITKOTKAHHBIA
KOMITOHEHT, PaclpoCTpaHSIONIUICS B CIIUHHOMO3TOBOM
KaHaJl U mapaBepTeOpaibHble MbIIIIBI. MeXIT03BOHOUHbIE
OTBEPCTUSI CMOCOOCTBYIOT PACIpPOCTPAHEHUIO OITyXOJIu
B 9MUAYpaIbHOE U TTapaBepTeOpaTIbHOE MPOCTPAaHCTRA. DTa
MHBa3Usl OIMyXOJM MOXKET MPUBECTU K TMOPaKEHUIO apTe-
puii, pa3pbIBY AypaibHOIO MelIKa, CAABICHUIO CITUHHOTO
MO3ra U UHOWIbTpal1 HepBHBIX Kopelkos [3—10, 17].
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HepBHble
Kopewku C2

C3

C4 c3

C5
c6 Odfg

c7

Puc. 3. Cucrema Xupypruyeckoro CTaapoBaHMsI OIyXoJiu 1ieitHoro mo3BoHka WBB (Weinstein, Boriani, Biagnini). Xupypruueckoe
cranrpoBaHue oryxosin C2 o3BoHKa 1 aHaTOMO-Tororpadguueckre 0coOeHHOCTH CTPOEHUS BEPXHE-1IeIHOT0 OT/ie/1a TO3BOHOYHHUKA.

a — cXeMa XMpypruiyeckoro cTaaupoBaHus omyxoJeit C2 mo3BoHKa; MOMEPEUHbII pa3mMep OMyX0JIu MO3BOHKA OMUCHIBAETCS ¢ YUETOM 12 30H (MpoHyMe-
poBaHHBIX OT | 10 12 10 YacoOBOIi CTpesiKe) U 5 KOHLIEHTpUYeCKUX cio€ B (A—F) — oT mapaBepTeOpabHBIX 9KCTPAOCCATbHBIX OTICIIOB 10 MOPAXKEHUS
TBEPAOK MO3roBoii 000104KU. TTpOm0IbHBIN pa3Mep OMyXOJdu ONMPEAEseTCs] B COOTBETCTBUM C BOBJICUEHHBIMM YPOBHSIMU. A — 3KCTPAOCCAIbHOE;
B — uHTpaoccanbHoe moBepxHOcTHOEe; C — BHyTpHOccainbHOoe; D — aKcTpaoccambHOe 3KCTpanypaibHoe; E — aKkcTpaoccaibHOe MHTpALypaTbHOE;
F — B oTBepcTHE MO3BOHOUHON apTepUH.

1 — 30Ha OCTHUCTOTO OTPOCTKaA CJIEBA, 2 — 30Ha JYyTU ITO3BOHKA CJIEBA, 3 — 30Ha TIOMEPEYHOTO OTPOCTKA CJIEBA; 4 — 30Ha CYCTaBHOU MOBEPXHOCTHU
1 KaHaJla HEpBHOI'O KOpECIIKa CJieBa; 5 — 30Ha MO3BOHOYHOI apTepUM U HOKKHM IMO3BOHKA CJICBa; 6 — 30Ha TeJia MO3BOHKA CJieBa, 7 — 30Ha TeJa no-
3BOHKa CITpaBa, & — 30Ha MO3BOHOYHOI apTEpMU M HOXXKHU ITO3BOHKA CITpaBa, 9 —30Ha CYCTaBHOM MOBEPXHOCTU M KaHAJIa HEPBHOTO KOPEIIKA CIIPaBa;
10 — 30Ha IMOINEPEYHOro OTPOCTKA CIIpaBa, 11— 30Ha JIyI'v ITO3BOHKaA CIipaBa; 12 — 30Ha OCTUCTOrO OTPOCTKa CIipaBa,

6 — aHaTOMO-TonorpachuyecKoe B3auMOOTHOLIEHNE HEPBHBIX KOPELIKOB U TO3BOHOYHOI apTepuu B LIEHHOM OTAE/e MO3BOHOYHUKA;
6 — aHATOMO-TOTIOTpahuIeCcKOoe B3aUMOOTHOIIIEHNE COCYIUCTO-HEPBHBIX CIIETeHUIT Ha ypoBHe Ten C2—C4.

Fig. 3. The WBB (Weinstein, Boriani, Biagnini) surgical staging system for cervical vertebral tumors. Surgical staging of C2 vertebral
tumors and anatomical and topographic features of the upper cervical spine.

a — scheme of surgical staging of C2 vertebral tumors; The transverse size of the vertebral tumor is described taking into account 12 zones (numbered from
1 to 12 clockwise) and five concentric layers (A—F from the paravertebral extraosseous regions to the lesion of the dura mater). The longitudinal size of
the tumor is determined according to the involved levels. A — extraosseous; B — intraosseous superficial; C — intraosseous; D — extraosseous extradural;
E — extraosseous intradural; F — into the foramen of the vertebral artery;

1 — zone of the spinous process on the left; 2 — zone of the vertebral arch on the left; 3 — transverse process zone on the left; 4 — articular surface zone
and nerve root canal on the left; 5 — vertebral artery and pedicle zone on the left; 6 — vertebral body zone on the left; 7— vertebral body zone on the right;
& — vertebral artery and pedicle zone on the right; 9 — articular surface zone and nerve root canal on the right; /0 — transverse process zone on the right;
11 — vertebral arch zone on the right; 72 — spinous process zone on the right;

b — anatomical and topographic relationship of the nerve roots and vertebral artery in the cervical spine;

¢ — anatomical and topographic relationship of the vascular-nerve plexuses at the level of C2 — C4 of the cervical vertebral bodies.

Pentrenorpadusi yacto $BASETCS MEPBBIM METOIOM
BU3yaJIU3alliM, MPOBOAMMBIM MIpU OOJIM B 1lIee WJIU BEp-
XHUX KOHEeUHOCTsX. OaHako e€ 3(p(peKTUBHOCTb OrpaHU-
yeHa, ocoOeHHO y neTeil. XOTs peHTreHorpahusi MOXeT
BBISIBUTH MOPaXXeHUsSI KOCTEN Y B3POCJbIX, OHA HE OYEHb
uHdopmatusHa nipu CHO [3, 5—9]. MPT saBnsercs npea-
MOYTUTEIbHBIM METOJOM BM3yaJIM3allMd TIPU TOA03pe-
HUU Ha MOpaXeHUe MO3BOHOYHUKA C HEBPOJIOTUYECKUMU
cumntToMamMu. MPT nomMoraet TOYHO OTNpeaeauTh pacipo-
CTpaHEHUE OIyXOJU B MO3BOHOYHOM KaHaje, BO3MOX-
HOE pacrpoCTpaHEHUEe Ha OKpYXKalolllue MSTKUE TKaHU
U €€ CBSI3b C OMM3IeXallUMU KPOBEHOCHBIMU COCYJaMU.
Ha MPT onyxoJib A6MOHCTPUPYET HU3KYIO WU CPEIHIOI0
MHTEHCUBHOCTb cUrHajia Ha T1-B3BeleHHBIX U300paxe-
HUSX U CPEITHIOI WU BBICOKYI0 MHTEHCUBHOCTb CUTHAJIA
Ha T2-B3BelIEHHBIX M300pakeHUsIX. BHyTpUKaHaIbHBIN
MSITKOTKAHHBIA KOMITOHEHT OITyXOJM T[O3BOHOYHMKA,
Kak TpaBWIO, XOPOIIO OYEepUYEH, UMEET OBaIbHYIO (hop-
My, I dy3HOe yCUIeHWe CUTHaIa U IIIMPOKOe TypaibHOe
npukpervieHue. B cocenHux mo3BoHKax HaOIogaeTCs Ae-
CTPYKUMSI KOCTHOW TKaHW, MHOTJA COIMPOBOXKIAONIASICS

KOJIJIATICOM ITO3BOHOYHMKA [2, 4, 11, 16, 18]. DT xapakre-
PUCTUKU COOTBETCTBYIOT HaIlleMy KIIMHIUYECKOMY CIIyJalo,
B KOTOPOM HaOJfoajaachk Ipeodiagaiomas MHTpagypaib-
Hasl SKCTpaMeayJUIsIpHast Macca OBaJIbHOW (POPMBI C K-
POKUM IypaJbHBIM MpUKperuieHneM. Bes 3Ta BU3yaibHast
nHMOpMaLKs UMeeT pellalllee 3HaueHue ISl Orpese-
JICHUsI HanboJjiee MOIXOMSINE cTpareruu JedeHus. s
MMOATBEPXKICHUST OTUAarHo3a, KaK MUHUMYM, HEOOXOINMO
MIPOBECTH MPULIETHLHYIO OMOTICUIO OITYXOJIH.

CumHTUTpadusT KOCTE SBISIETCS KITIOYEBBIM 3TAIlOM
CTaIVPOBAHUS JJISI UCKITIOUEHUS IPYTUX OY4aroB OIYXOJIN
1 TIOCJIEAYIOIIETO HAOTIOACHMS ToCIIe JiedueHNsI. bosee yem
B 10% ciyyaeB HaOMIOAAIOTCSI MHOXKECTBEHHbBIE MeTacTa-
3bl. Haubosiee yacto mopaxaroTcst JIErkKue, KOCTU U KOCT-
HbIi MO3r. YacTora metacta3os B j1érkue cocrtasisier 80%,
3a HUMM CJIeIyloT MetacTtasbl B Koctu (40%), Torma kKak
MeTacTasbl B JIMM@aTUIECKIE Y3JIbl BCTPEUYAIOTCS PEIKO.
MertacTtaTdecKre MopakeH!sI KOCTel 9acTo HallOMHMHa-
10T MepBUYHOE TTopaxkeHne. B Haliem cirydae OBLIO BBISIB-
JICHO MHOKECTBEHHOE METacTa3MpOBaHUE OITyXOJIU B JIET-
kue [1, 2,9, 16, 17].
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Puc. 4. Mopdoorndeckast KapTUHa OTMYXOJIH.

a — OKpacKa reMaTOKCHJIMHOM U 303uHOM, X 200; 6 — Ki-67 (unmekc 23), X 100; 6 — uMMyHOTHCTOXMMMYECKOe uccaenoBanre ¢ CD99, x 200;

2 — UMMYHOrucroxummuueckoe uccienopanue ¢ NKX2.2, x 100.
Fig. 4. Morphological picture of the tumor.

a — hematoxylin and eosin staining (X 200); b — Ki-67 (index 23) (x 100); ¢ — immunohistochemical study with CD99 (% 200); d — immunohistochemi-

cal study with NKX2.2 (% 100).

HuddepentmansHas auarHoctuka CHO ¢ nokanmsa-
11eii B IIIEWHOM OT/Iesie TIO3BOHOYHUKA CJIETyeT POBOIUTh
C TUTAHTOKJIETOYHOM OITyXOJIbIO, aHEBPU3MATUIECKOI KOCT-
HOI KUCTOM, TMCTUOLIMTO30M U3 KJeToK JlaHrepraHca, re-
MaHTMOMOI TTO3BOHOYHWKA, XOPIOMOM, 3JI0Ka4eCTBEHHOM
JuM@omMoii, MeTacTaTUueCKOM 3MOpUOHAIBHON pabaoMuO-
CapKoMoit, HelipobacToMOl U MH(MEKIIMOHHBIMU TTOpaXxe-
HusiMu. OcHOBHBIMU MeTofamu nuarHoctuku CHO sBisioT-
cs1 MOPOJIOTUYECKUI aHAIM3 U UMMYHOTUCTOXUMMUST OITy-
xomu. Kietku CHO o6b1vHO TIosIoxkuTebHBI K 6e1Ky CD99
npumepHo B 90% ciydaeB, mpeacTasisis codoil quddysHoe
MeMOpaHO3HOe OKpalnBaHue. Ero oTpuiiaTe 1bHOCTD Tpe-
ToJiaraeT aTbTepPHATUBHBIN qruarHo3. OMHAKO TIOJTOXKUTETb-
Hocth CD99 He sBisieTcs ciemudUIHOM, T. K. OHA MOXKET
HaOJIOATRCS U B IPYTUX HEOOJBIITNX KPYTIIBIX CHHEKIIETOU -
HBIX OIYXOJISIX, B YaCTHOCTU JIMMMOOIACTHBIX JUM(bOMaX.
MmmyHookpammBanue antutesiom kK NKX2.2 obecnieun-
BaeT JOTOJIHUTENIbHYIO TUAarHOCTUUYECKYIO TIEHHOCTh. DTOT
MapKEép MMeeT BBICOKYIO 4yBcTBUTENbHOCTh (100%) mis
muarHoctuku CHO, XoTs ero cnenuduIHOCTh yMepeHHast
(84%). Auddy3Hoe 1 CUIbHOE MHTEHCUBHOE OKPALLIBAHKE
Ha NKX2.2 yacto momoraet muddepernmmponats CHO ot eé
muToMopdoormueckKnx nmMutaTtopoB. KomomHams CD99
u NKX2.2 ynyurraer cneumduanocts (98%) mist BbIsIBIIE-
aust CHO, XOTSl 4yBCTBUTETLHOCTh 3TUX MapKEPOB BMECTE
Hike (80%) MO CpaBHEHUIO C UCTIOIB30BAHUEM 3TUX Map-
KEPOB MO OTAETBHOCTU. TaKkKe MOTYT OBbITh MOJIOXKUTETbHbI -
MM Takue Mapkepsl, Kak S100 u CD57 [1-3, 10, 14, 16].

Ha mosiekyaapHOM YpOBHE 3TU OITyXOJU XapaKTepu-
3YIOTCSl HAJIMYMEM CHen(UIecKux TpaHCIOKAIMi, KO-
TOpBIE CITYXXaT UCTUHHBIMU TEHETUYECKUMU MapKepaMH.
Bbutn BBISIBIIEHBI NIBE MpeOOafalole TPaHCAOKAIUU:
tpanciokaumst EWS-FLI1 t(11;22) (q24;q12), BrepBbie
omnucaHHas U OOHapyXeHHast B 88% ciyuaeB, U BapHaHT
tpaHcnokamnn EWS-ERG t(21;22)(q22;q12), Habmonae-
MBIl B MEHBIIIEM TTPOLIEHTE Cy4aeB. XOTs TPAHCIOKALUS
EWS-FLI1 t(11;22)(q24;q12) mpucyTCTBYeT TPUMEPHO
B 88% ciydaeB U SIBIIIETCSI CUJTbHBIM TeHETUYECKUM Map-
kepoMm CIO, e€ oTcyTcTBUE HE UCKITIOYAeT AMarHo3. B Ha-
mem cirydae fanasie MCKT u MPT Hapsiny ¢ rucronoru-
YECKUM ¥ UMMYHOTMCTOXUMUYECKUM TIpoduiieM, TO3BO-
JIVIM YCTAHOBUTH JUArHO3 0€3 MOJIEKYJISIPHOTO aHaau3a
[1,2, 16, 17].

Bapuanmut aeuenus. Tlonxon x neuenuio CHO mo3Bo-
HOYHUKA 3aBUCHUT OT HAJWYUS WIM OTCYTCTBUSI HEBPO-
JIOTUYECKOTO NeUIIMTa U OOLIEro COCTOSIHUS OOJBHOTO.
[Mpun HaTMIUM HEBPOJOTUYECKUX HAPYIIEHUN MOXET T0-
TpeboBaTbCAd OBICTPOE XUPYPTUYECKOE BMEIIATEIbCTBO,
HaTpuMep, JAMUHIKTOMUS, JIJIST yCTPAHEHUST KOMITPECCUN
CIIMHHOTO MO3Ta U YJIYYIIIEeHUST HEBPOJIOTUUECKUX (DYHK-
uuit. OgHAKO JIAMMHAKTOMMUST MOXKET IECTaOMIIN3NPOBATh
TTO3BOHOYHUK W YBEJTMIUTH PUCK KOJIJIaTICa TTO3BOHKA. DTO
MPEJCTABISIET CEPbE3HYIO MPOOJIEMY Y AeTel, MOCKOJIbKY
TPaIUIIMOHHBIE METOIBI CTAOWIM3AIMYU TTO3BOHOYHMKA,
0COOEHHO IIEWHOTO OTAENa, YacTO HE TMOAXONAT IJIS UX
pacrtyiiero opranusma [1, 2, 16, 17].



Poccuncknin negnatpuyecknia >kypHan umeHun M.A. CtygeHnknHa. 2026; 1(1)

68 doi: https://doi.org/10.46563-1-2026-61-70

KJIVMHUYECKUIA CNYYAN

Xupypruueckoe edeHre CHO ¢ okanmsamnueii omyxo-
JIM B MICHOM OT/EJIe ITO3BOHOYHMKA JOJIKHO OBITh MHIM-
BUIyaJbHBIM M YUYUTHIBATH BO3PACT, JOKAIU3AILUIO W pa3-
Mep OIYXOJIH, €€ PaCIIPOCTPAaHEHHOCTD, HEBPOJIOTUIECKUI
neduunT, BApUAaHTBI PeKOHCTPYKIIUU 1 OITBIT XUPYypra. Xu-
PYPTHUYECKOE BMEIIATeIbCTBO HAIIPABJICHO B MEPBYIO OUE-
penp Ha YMEHBIIEHHE OOBEMA OIYXONH, HEKOMIIPECCHUIO
CIIMHHOTO MO3Ta U TUCTOJIOTMYECKYIO MACHTU(PUKALIIIO
ormryxoiu. OmHaKO ITpY CITMHAIBHBIX (hOpMaX IOJTHAS Pe3eK-
IIWST 9aCTO HEBO3MOXKHA M3-3a BEICOKUX (PYHKIIMOHATBHBIX
PUCKOB, 0OCOOEHHO ITPY MHBA3UM OITYXOJIU B TIO3BOHOUYHYIO
apTepuIo MWW KOPEIIKW CITMHHOMO3TOBBIX HEPBOB. Tak,
HMCCeUCHNE eINHBIM OJIOKOM B OOJIACTHM 3aTBUIOYHO-IIIEi-
HOTO Tiepexona MPeacTaBIsieT CO00i Upe3BBIYAiiHO CIIOXK-
HYI0 TEXHMYECKYIo 3amauy [1, 3, 5,9, 10, 16, 17]. A. Khatavi
M COABT. UCIIOJIb30BAJIM MOCJIE TTOJTHON Pe3eKIINY NHINBH -
IyaJdbHO HamedJaTaHHoe Ha 3D-mpuHTepe caMoCTaOWIM-
3UpYyIoleecs NCKYCCTBEHHOE TeJIO TTO3BOHKA IS JICUCHMS
neppuaHoit CYO, mopasusiieii mo3BoHoK C2, y 12-71eTHET0O
Manbumka [12]. OnHako JaHHBIE O AOJTOCPOUHOM ahdek-
TUBHOCTU TaKWX MMILIAHTATOB OTPaHWYCHBI, U B HaIlleM
ciayJae 3TO He OBUIO TOJIe3HBIM BapMaHTOM, IOCKOJb-
Ky TIpollemypa Oblla SKCTPEHHOM, a OITyXOJb OKpYyXKala
W WHBa3MpoBaja MpPaByIO ITO3BOHOUYHYIO apTepUI0, KOTO-
PYIO MBI HE XOTEJIN YIAJISITh.

A.N. Aggarwal u coaBT. coobiuau o ciayvyae y 11-yer-
Hell IeBOYKM C MHEJIONaTUel M TIOpakeHWEM IT03BOH-
ka C2 [3]. bonbHOIT OGbUTa BBEITTOJIHEHA TIEPETHSST TEKOM-
Mpeccus, a 3aTeM OKIUITUTOICPBUKAIBHBIN CITOHIMIIONE3
M3-3a 3HAYUTEJIBHOTO TTOPaXXeHUsI OIyX0JIbIo TKaHeit. [1a-
IIMEHTKA N3HAYaIbHO TOJTyYajia SMIIMPUIECKYIO IIPOTUBO-
TyOepKyIE3HYIO TepaItnio, KOTopas OblJla COOTBETCTBYIO-
UM 00pa3oM M3MEHEeHa Ha XUMUOTEPAITHUIO TTIOCJIEe TOTO,
Kak pe3yiabTaTel Omoricuu BeissBun CHO.

Xupypruaeckoe BMEIIATEILCTBO caMo T10 cebe He MO-
JKET TIOJTHOCTHIO M30aBUTh OT OITYXOJIM, PE3EKIIUS B IIpe-
nenax TIPUEMIIEMbBIX TPAHUIl aCCOLMHUPYETCS C JIYYIITUM
MECTHBIM KOHTPOJIEM M OOIIel BBLKMBAEMOCTBIO, XOTS
3TOT MOAXO. PEAKO MIPUMEHUM TP IISHTHOM JIOKATU3alNT
omyxonu. Kak m mepBUYHAsT omepaunsi, XUMUOTEPAITHs
WUTPacT PEIIaIoIIyIo POJIb B COXPAHECHNHN HEBPOJIOTUIECKIX
(GYHKIINI, ¥ UTpaeT XXMU3HEHHO BaXKHYIO POJIb B JOCTHXKE-
HUU TOJATOCPOYHOTO KOHTPOJISI U CHIDKCHUS] BEPOSTHO-
¢t MeTtactasupoBaHusa. OOBIYHO HCIIONB3yeMasl cxema
XUMMOTEPAITMU BKIIIOYaeT BUHKPUCTUH, JAKTUHOMMUIIVH,
nukiaodochamun v nokcopyouuuH. HeoagbroBaHTHas
XUMMOTEPAITUS MOXET MUCIIOJIb30BaThCS 1T YMEHBIIICHUS
pa3Mepa KpYITHBIX U HeollepabeIbHBIX OITyXOJIel, ycTpa-
HEHMSI MUKPOMETACTa30B U OBICTPOTO YCTPAHEHUS SITH-
nypanbHOU KoMmirpeccuu [10, 14, 20—25]. D. Giakoumettis
u coaBT. coobmmm o cirydae CIO, ncxomseit n3 C2 mo-
3BOHKA, y 3,5-JIcTHEeM NeBOYKM 0e3 HEBPOJIOTMIeCKIX Ha-
pYIIEHUI, M OHA ObIJIa YCITEITHO BhUIEUYEHA TOJIBKO C IIPH-
MeHEHNEM XUMHoTepanuu [4].

Taprerasie Teparmu ipu CHO B mepByto odepens ¢do-
KyCHPYIOTCS Ha OHKOTCHHBIX OeJIKax CIUSHUS, TAKUX KaK
EWSRI1/FLI1, xoTopble B3aMMOAEICTBYIOT ¢ (paKTOpaMu
CBSI3bIBAaHUSI XpoMaTHUHA, TakumMu Kak BAF, mnst aktusa-

LIMU SKCIIPECCUU TEHOB M WHAYKUNU (DEHOTUITMIECKUX
M3MEHEHMIT B OIMYXOJIEBBIX KJIETKAX. DTH OCJIKU CIUSHUS
TaKKe CBSI3BIBAIOTCS C KOMIIIEKCOM PEeMOICIMPOBAHMS
xpoMatrHa SWI/SNF, 4ro mpuUBOOUT K TPaHCKPUITII-
OHHOI Hepery/saiuy, 3aTparnBalolleil TakKue ITyTH, KakK
curHanbHbI yTh IGF-1 1 snureHeTnyeckoe Tmepernpor-
paMMUpOBaHNE, KOTOPHIC ITOMOTAOT TTOAIEPKIBATh TIjIa-
CTUYHOCTh ME3¢HXMMAJIBHBIX CTBOJIOBBIX KJIETOK. MHTH-
OupoBaHNE STUX OCIKOB CIUSHMS IIPEACTABISICT COOOI
MHOTOO00CIIIAIOIINIT METO JIeueHUsI. [JOKITMHNIeCKIe UC-
cJIeIOBaHUS BBISIBIUIM 3()(EKTUBHOCTh MHTUOUTOPOB Ma-
JIBIX MoJieKy1 (HammpuMep, YK-4-279) u crpareruii Ha oc-
HoBe SiRNA. M3zyuyatoTcsi Takxke Apyrue MoJIEKYJsIpHble
MMIIICHH, YIaCTBYIOIINE B KJICTOUHON aare3nu, MUTPpaLN
1 WHBa3nM, Takue Kak kuHa3el ROCKI1/2, E-kagrepun
1 MMP9. CouyeTaHne TapreTHbIX Teparnii MOXET ITOMOYb
MIPEOI0JIETh MEXaHU3MbI PE3UCTEHTHOCTHU U TTIOBBICUTH 3(D-
(beKTUBHOCTD JICUYCHMSI, OMHOBPEMEHHO CHIXKAsI €r0 TOK-
cnyHocTh [1, 16, 17, 21-24].

AxkcuanpHOe pacrioioxeHrne CHO gBIeTCS TUIOXUM
MMPOTHOCTUYECKUM (DaKTOpOM, HO KOMOMHUPOBAHHOE
MIpUMEHEHNE XUMMOTEpPAITM W JIy9eBON Teparuul yiayd-
IIAJIO OOIIWIA MPOTHO3 M BBIKUBAEMOCTDH 3a ITOCJICIHUE
IBa necatwieTns. PazMep oImyXxojiu Ha MOMEHT ITOCTaHOB-
KU IWaTHO3a OCTAETCST BaXKHBIM ITPOTHOCTUUECKUM (PaKTO-
poM, IpUIEM 0oJjice KPYITHBIC OITyXOJU aCCOLMUPYIOTCS
C XYOIIUM TIPOrHO30M. OTHAKO TeparneBTUICCKIE TOCTH-
JKeHUSI YMEHBIIWIN BIMSHUE 3TOro (hakTopa Ha OOIIyIo
BBDKMBAEMOCTb. Tak, TATWICTHSS BBDKMBAEMOCTb TIPHU
CIO 1nipu aieKBaTHOM JiedeHUH cocTaBisieT okosno 60% [1].

[IpencraBneHHBII HaMU CIy4ail IIpUMedaTeJicH He
TOJBKO IIEHHBIM PACIIOJIOXEHUEM OITyXOJU, HO W HEeTH-
MMUIHBIM, BBONSIINM B 3a0JyXIeHUE ITepBOHAYAIBHBIM
MPOSIBJICHUEM, 4YTO TIPUBEJIO K TO3MHEW IUArHOCTUKE.
DTOT KIMHUYECKUI CIyJail onpenessieT 3HaUMMOCTD TTO/I-
IepKaHWSI BBICOKOM CTETICHW HACTOPOXEHHOCTH Y IeTei
C XpOHMYECKOM aKCHUAJbHOU 0OJIbI0, JaKe MPU HAIMINHU
M3HAYaJIbHO OOHANEXKMBAIOIINX PE3YIbTaTOB BU3yaIn3a-
mu. ITo cpaBHEHUIO ¢ IPYTUMH OITYOJIMKOBAHHBIMHU CIIy-
yagMM, B yacTHOCTH, onrcaHHbIM K. Shaker 1 coaBT., Hamr
cIyJait IeMOHCTPHUPYET PSIA CXOACTB, B YACTHOCTH, PEIKOE
pacIojioXKeHNe B 00JIaCTH IICHHOTO OTIejIa TIO3BOHOYHM -
Ka ¥ HadaJbHOE MPOSIBJICHNE B BUIE KOMIIPECCUU CITMH-
HOrO MO3ra, TpeOylolleil CpOYHOil JaMUHIKTOMUU [6].
OmHako HaOJIOMAIOTCS W BaKHBIC Pa3IUUYUsI, OCOOCHHO
B OTHOIIIEHWM BO3pacTa MalllMeHTa, 3a0epKKIA TUaTHOCTH-
K W TIPOTPEeCCUpOBaHUS 3a0oieBaHusA. B Hamrem cirydae
MeTacTa3bl B JIETKUX B MOMEHT ITOCTAHOBKY TMAaTHO3a yKa-
3bIBAIOT Ha 0oJiee MO3OHIOI CTamMio 3a00JeBaHMs, TOTIA
KaK B OITyOJMKOBaHHOM CJIydae BTOPUYHBIX ITOPaKeHMI
He HaOJI0JAJIOCh.

PaHHSIS mmarHOCTHKA ¥ CBOEBPEMEHHOE JICUCHIE M-
10T pellarolnee 3Ha4eHWE UIST COXPaHEHUS MM BOCCTa-
HOBJICHUSI HEBPOJOTMYECKMX (PYHKIMIA. ATpeCCUBHBIN
MYJIBTUMOIAIBHBIN TOAXON K JICYCHUIO, BKITIOYAIOLIMI
XUPYPTUYECKOE BMEIIATEIBCTBO, JYICBYIO M XMMUOTEPa-
MTMI0, MOXKET YIIYYIIUTh IIPOTHO3 Y TAKWX MTAIIUEHTOB |1, 2,
10, 14, 16, 17, 26].
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3aKioyeHue

IlepBuunbie ¢ CHO, mopaxatomue C2 TO3BOHOK,

BCTpEYaoTCd KpaifHe peaKo. DTO UCKITIOUUTEIbHAs JTIOKa-
JIU3alus 11 TaHHOM OTYXOJIU, TIPEeICTaBIISIONIas AUATHO-
CTAYECKHE TPYAHOCTU U3-3a HETUIUYHOW KIMHUYECKOU
KapTUHBI, PEHTTEHOJIOTMYECKOI U TUCTOMATOIOTUYECKOM
CXOXECTU C IPYTUMU OMyXoJsMu. JIaHHBIA cily4dail moj-
YEPKUBAET BBICOKYIO 3HAYMMOCTbh MEXAUCIUTIIMHAPHOTO
noaxoAa Ijsi TOYHOW JUAarHOCTUKU W ONTUMAIbHOTO Jie-
yeHus1. boyiee TOUHOE pacro3HaBaHUE ATUX PeaKUX (hopM
MOXET CITOCOOCTBOBAaTh PAaHHEW MUATHOCTUKE W YyIy4-
IIEHUIO TIPOTHO3a U1 O0NbHBIX. ONTUMAIBHOE JeUeHUE
00BIYHO BKJTIOYAET B c€0s1 aleKBATHOE PEHTTEHOBCKOE UC-
cnenoBanue (MCKT), Guoricuto oyara mopaxeHus Wit
UMMYHOTUCTONATOJIOTMYECKOTO MOATBEPXKICHUS AUATHO-
3a, IEKOMIIPECCUIO MTPU HATMYUU MOKA3aHU U TTOCTIeO0Te-
PALIMOHHYIO MYJBTUMOJATIbHYIO XUMUOTEPATIHUIO.
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Konoaxoea O.b., I'yoxoea A.1L., Ipeoenxun /.M., /lemvanoe C.B., Jlasvidosa FO.H., Tap3an A.0O.,
Jvakonoea E.I0O., Ilyukoe A.A., Casocmosanos K. B.

Curyyvaii runepgocdarasuu ¢ HapylieHHeM HHTE/IEKTYaJIbHOr0 PA3BUTHSA: TPYAHOCTH
nuddepeHMaIbHON THATHOCTUKH

n

DI'AY «HanyoHa bHBIN MEIULIMHCKUI MCCIIe0BaTeIbCKUIA LIEHTP 300POBbs neTeii» Mun3npasa Poccun, Mocksa, Poccus

Pesiome

lunepdocdarazun ¢ HapylIeHUEM MHTE/IEKTYaIbHOIO Pa3BUTHUS — KpaiiHe peiKue ayTOCOMHO-PELleCCUBHbBIC 0OJIE3HU
oOMeHa BEUIeCTB U3 TPYIINbl HAPYIIEHUI TIMKO3UIUPOBaHUS, 00yCIOBIeHHbIE TeeKToM OMOCUHTE3a IuKo3midocda-
TUAWIMHO3UTONA. [ unepdocdaTaznu xapakTe pU3yIOTCs 3a0ePKKOI IICUXOMOTOPHOTO Pa3BUTHS, CYI0pOTaMu, Bapradeib-
HBIMU BPOXIEHHBIMU TTOPOKAMU PA3BUTHS U XapaKTePHbIM (eHOTUNOM. OTAUUYUTETbHBIM CUMIITOMOM SIBJISIETCSI CTOMKOE
TTOBBIIIIEHNE YPOBHSI IeJIouHOoi hocdaTasel. [IpencraBiieHo onrcaHre MaTburKa 8§ MecsIIeB C 3aJIep>KKON TICUXOMOTOPHO-
IO Pa3BUTHS U MHOXECTBEHHBIMY BPOXIEHHBIMM aHOMAIMSIMU: 00JIe3HbIO [ MPILIIIPYHTa, ABYCTOPOHHUM OOCTPYKTUBHBIM
MeraypeTepoM C IKTOINMUEH YCTheB MOUYETOYHUKOB, KpUNTopxu3mMoM. [Ipu ocMoTpe otMevanuch nuddy3Has MbIIeqHast
MIIOTOHUSI, OpaxurenedaaaHrus M XapaKTePHBIA JULEBOM (heHOTHII. MaKCMMaJIbHOE IOBBILIEHUE YPOBHS IIEJTOYHOMI
docdarazsl — 1900 En/n. AuddepeHlmanbHblil TMarHo3 MTPOBOAUICS C MUKPOLIMTOI€HETUMECKUMU CUHAPOMaMU, CUH-
npoMoM Mosata-Busbcona. 1o pe3ysnbrataM ceKBEeHUPOBAHUS TIOJTHOTO K30Ma C CETpeTallMOHHBIM aHAJIM30M B TeHE
PIGV (NM_017837.4) B TpaHC-MOJOXKEHUH BBISIBJIEHBI paHee OMMMCaHHBIN MaToreHHbIi BapuaHT ¢.1022C>A (p.Ala341Glu)
U paHee HeonucaHHbI BapuaHT ¢.103_110del (p.Asp35Cysfs*32). lnarnos: «'unepdocdarasus ¢ HapyleH1eM UHTEJIeK-
TYaJIbHOTO pa3BUTusI, TUII 1». [ToydeHHbIE JaHHbIE O3BOJISTIOT PACIIMPUTD 3HAHKS O (DEHOTUIINIECKOM CrieKTpe 1 qudde-
peHUMaTbHOM AuarHocTuke runepdocdara3uu, YTO MOMOTraeT yTOYHUTh TUArHO3 U OCYLLECTBUTb MPOPUIAKTUKY TOBTOP-
HOTO POKJIEHMSI OOJIbHBIX JIETEi B CEMbe.

Kunrouesble caoBa: eunepgocghamasus, napyuwenue unmennekmyanvhoeo pazeumus, een PIGV, cunopom Mabpu, 6oae3us Tupun-
PYHea, snunencus, weaounas gocgpamasa
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A Case Report of Hyperphosphatasia with Mental Retardation: Challenges of Differential
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Summary

Hyperphosphatasia with mental retardation represents an extremely rare group of autosomal recessive metabolic disorders of
glycosylation caused by glycosylphosphatidylinositol biosynthesis defect. Hyperphosphatasia is characterized by psychomotor
development delay, seizures, variable congenital malformations, and a typical phenotype. A distinctive feature is a consistently
elevated serum alkaline phosphatase level. We present a case of an 8-month-old boy with psychomotor retardation and multiple
congenital malformations: Hirschsprung’s disease, bilateral obstructive megaureter with ureteral ectopia, and cryptorchidism.
Diffuse muscular hypotonia, brachytelephalangy, and a characteristic facial phenotype were noted on examination.
The maximum increase in the level of alkaline phosphatase was 1900 U/l. The differential diagnosis was carried out with
microdeletion syndromes and Mowat—Wilson syndrome. According to the results of whole exome sequencing with segregation
analysis of the PIGV gene (NM_017837.4), the previously described pathogenic variant ¢.1022C>A (p.Ala341Glu) and the
previously undescribed variant ¢.103_110del (p.Asp35Cysfs*32) were identified in the trans-configuration. Hyperphosphatasia
with mental retardation, type 1, was diagnosed. The data obtained allows to expand knowledge about the phenotypic spectrum
and differential diagnosis of hyperphosphatasia, which helps to verify the diagnosis and prevent birth of affected children.
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AKTyaJIbHOCTh

T'unepdocdarazum ¢ HapylieHUEM MHTEJJIEKTyallb-
HOro pa3BuTus (CMHApoM Mabpu) — KpaliHe peakKue
ayTOCOMHO-pEIIeCCUBHBIC HACJICACTBCHHBIC OOJIC3HU
oOMeHa BeIIeCTB, OTHOCSIINECS K TpyIle HapylIeHUI
MIMKO3WINpOBaHus. Beimensiior 6 TumoB runepgoc-
daTazun, IMEIOIMNX CXOAHBIC CUMIITOMBI, OTHAKO IIPHU
3TOM KJIMHUYECKHUE TTPOSIBJICHUSI MOTYT ITUPOKO BapbU-
poBaTh. sl Bcex TUMOB XapakTepHa Tpuaga MaOpu:
3a7epKKa TICUXOPEYEBOTO pa3BUTHUS ¢ (pOpMUpPOBaAaHUEM
HapylIeHUST WHTEJIJICKTYaIbHOTO Pa3BUTHS, CYHOPOTH
U CTOMKOE MOBBIIIEHUE KOHLIEHTPALIUU HIET0YHOM (hoc-
datasel kpoBu [1]. IIpu 3TOM IJ1s OTAECIBHBIX TUITOB
runepdocdarasuii MOXHO BBIICIUTH CIIEIN(PUICCKIE
cumnTomsbl. Tak, ais 1-ro U 2-ro TUIIOB XapaKTEpPHO
Halnyue crneur@uyeckoro JumeBoro deHotuna (ru-
TEePTETIOPU3M TJIa3, IUPOKOE TIEPEHOChe U KOHYMK HO-
ca, B3IepHYyTas1 BepXHss Ty0a, KpYITHBIE MOYKH YIIICH),
Opaxutenedananruum (yKopoyeHue AUCTaIbHBIX (a-
JIAHT TIaJIbLIEB) C TUMOMJIAa3ueil HOrTeit 1 MHOXKECTBEH-
HBIX BPOXIEHHBIX ITOPOKOB Pa3BUTHUSI, TAKMUX KaK aTpe-
3Us aHyca, Oosie3aHb ['wplinpyHra, paciieiadHa HeOa,
BPOXIECHHBIN TUApPOHE(DPO3, Merayperep U ITy3bIpHO-
MOYECTOYHUKOBEINM pedaiokc. Tum 4 compoBoxXmaeTcs
BPOXKICHHBIMU ITOPOKAMM Pa3BUTHUS TOJOBHOT'O MO3Ta:
runoruia3ueit yepBsi MO3Xeuka, aHOMaausIMUA MO30JI1-
ctoro Tena [2]. 3aboneBaHue OOYCIIOBJIIEHO MATOTEH-
HBEIMU BapuaHTamu B reHax PIGV, PIGY, PIGO, PIGW,
PGAP2wn PGAP3.

B ocHoBe maroreHe3a MyJbTUCUCTEMHOTO ITOPAXKEHUS
npu Turepdocharasnu JIeXKUT HapylleHue OMOCHHTEe3a
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rukosundocharunumuHosutona (F'OU) — craoxHo-
TO TJIMKOJIMIINAIA, KOTOPBI 3aKpeIuisseT MHOTUE OeIKHN
(B TOM yucie 1eaouHyo (ocdaTtasdy) Ha MOBEPXHOCTU
Ki1eTku. buocuHrernyeckuii mytb ['®U ocyiecTBisi-
eTcsl TyTeM IOCJeNoBaTeIbHOTO MPUCOSAUHEHUs caxa-
POB U APYTUX KOMIIOHEHTOB K (dochaTUaAUIMHO3ZUTOIY.
IMpu cunapome Mabpu nedpexkt 'OU necrabuamsupyer
3aKperJIeHHble Ha MeMOpaHax Oeiaku. HeBo3MOXHOCTH
IeJIOYHO  hocdaTa3pl  IOJHOIEHHO IPUKPEIIUTh-
cs K MeMOpaHe TIPUBOIUT K CEKPEeIMu ¢ B KPOBOTOK
u runepdocdarasun. Jdedexr cunreza [OU Takke Ha-
pyIIacT COPTUPOBKY M TPAHCIIOPT IPYTUX MEMOpPaHHBIX
0eJIKOB BO MHOT'MX THUIIaX KJIETOK, BKJIIOYasi HEWPOHBHI,
B pe3yJbTaTe 4ero HapyllaeTcsl TpoIlecc OpraHoTeHesa,
1 (HOPMUPYIOTCST BPOXICHHBIE TOPOKM pa3BuTus. Ha-
KOIIJICHHE HEeNPaBUJIBHO OTCOPTHPOBAHHBIX OSJIKOB WU
OTCYTCTBME MPABWJIbHO 3aKPEIUIEHHBIX OEJIKOB B MO3Tre
MPUBOIUT K HAPYIICHUSIM UHTEJJIEKTYaIbHOTO Pa3BUTHUS
u cygoporam |[3].

Omnucanye KIMHAYECKOTO CIydast
O nayuenme

Manbuuk P. B Bo3pacte 8 MecsleB BIIEpBbie ObLIT
TFOCIMUTAIM3UPOBAH B OTAEJeHHEe OOIIei U TUIaHOBOM
xupyprun ®I'AY «HMMUWL 3n0posbsa aeteil» MuHsapa-
Ba Poccum ¢ xanmobamu Ha 3aaepXkKy MCUXOMOTOPHO-
IO pa3BUTHUS U MHOXECTBEHHBIC BPOXICHHBIC MTOPOKM.
Manpuuk oT nepBoii 6epemeHHOCTU. I1o maHHBIM yJIBT-
pa3BYKOBOIO CKpmHMHTAa Ha 20-ii Hemesle BBISIBICHBI
ruapoHedpo3 obeux IMoyeKk, IABYCTOPOHHUI Meraype-
tep. Ponwl mepBbie, Ha 40-i1 Henese, caMOCTOSITEIbHBIE.
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Macca Tena mpu poxaenuu 3030 r, mirHA Tema 52 cM,
olleHKa 1o 1iKaje Amnrap 6/8 6aioB.

Anamnes 3aboneéanus. Tlpu poOXIEHUU COCTOSIHUE
TSDKEJIOe 3a CUeT NIbIXaTeJIbHOW HEeIOCTaTOYHOCTH, pa3-
BUTHUSI OCTpPO KMIIEYHON HempoxoaumocTu. Ilepese-
JIeH B peaHMMAallMOHHOE OTIAEJIEHUWE; Ha MPOTSXKECHUU
1 Mecsia HaxooMWJICSI Ha MCKYCCTBEHHOW BEHTUJISLIMU
JIETKMX, OTMEYaJMCh TPAaH3UTOPHBIC TaXUITHOD. AyIHMO-
CKpUHMHT He npoiineH. C 1 Mecsiia XU3HU OTMEYaJluch
xpoHuueckue 3aropbl. 1o pesynbrataMm o0OCIeIOBaHUS
BBISIBJICHBI MHOKECTBEHHBIC BPOKICHHBIC ITOPOKM pa3-
BUTHUS: Ooyie3Hb [umpHinpyHra, pekrocurmouaHast ¢hop-
Ma; TPaBOCTOPOHHUUN KPUNTOPXM3M; JIBYCTOPOHHUIA
OOCTPYKTUBHBIN MeraypeTep ¢ IKTOTNHEeil YCTheB MO-
4yeToYyHUKOB. IlcuxoMoTOpHOE pa3BUTHE C 3aAEPKKOIL:
TOJIOBY He yIepXKuBaeT, ¢ 4 MecsleB MOBOpaYUBaAETCs
Ha OOK, ¢ 6,5 MecsleB MepeBOpauMBaeTCsl Ha KUBOT,
B peuu — TyJIeHuE.

Pezyavmamot pusuxaavrozo, 1abopamopnozo
U UHCIMPYMEHMAALHOZ20 UCCACO0BAHUS

Ipu ocMmoTpe (u3uYecKoe pa3BUTHE OYEHb HU3KOE,
rapMoHu4Hoe (poct-3,79 SD, MmaccaTenak pocty -1,61 SD);

v '_"; N o

CASE REPORT

3aepkka MOTOPHOTO pa3BuUTUSI (TOJIOBY HE JAEpPXKWT,
TepeBopaynBaeTCsl, HEe CaauTCs, HE BCTAeT), 3aJepXkKa
TICUXOPEUEBOTO Pa3BUTHUS (IKCIIPECCUBHAsI pevb Tpei-
CTaBJieHa BOKaJIU3aLUSAMU, TyJeHuem); nuddy3Has Mbl-
1IeYyHast TUIMTOTOHUS; MHOXECTBEHHbBIE CTUTMBbI AU33MO-
puoreHeza (0coOEHHOCTM (eHOTUIIa MalMeHTa Tpea-
CTaBJIeHbI Ha puc. 1).

B OuoxuMuyeckoM aHajlu3e KpOBU OTMeEdYaeTcs I0-
BBIIIICHUE YPOBHS IeaoyHoil docdartasel no 1791 En/n
npu HopMme 50—350 En/n (B aHaMHe3e MaKcHMMaJlbHOE
MMOBHIIIICHUE IIeJI0UHO# hocdaTaszer 1o 1900 En/m).

Vnbrpa3BykoBoe uccnenoBanue (Y3U) mouek: mpu-
3HaKU Merayperepa ¢ AByx ctopoH (D>S). M30biTouHOE
3aITOJTHEHNE MOYEBOTO MTY3bIPSI.

VY3W opraHoB MOUIOHKU: TIPU3HAKU KPUIITOPXU3Ma
crnpaBa (OpromHasi ¢hopma), KUCTbl CEMEHHOro KaHaTu-
Ka cjeBa.

[MTaneHTy MpoBeeHa 3KCKpeTopHast yporpadust (puc. 2).

Panee peOGeHOK OBbLT KOHCYJILTUPOBAH TE€HETUKOM,
MPOBEACH PsIl TeHEeTUYECKUX McciaenoBaHuii. Mcciaemno-
BaHue Kapuoruna: 46,XY (HOpMaJIbHBIIA MYXKCKOi1).

TangeMHass Macc-CIIEKTPOMETpUS KPOBH  (CHEKTP
alMJIKApHUTUHOB): HOpMa.

Puc. 1. ®eHoTunuyeckue 0COGEHHOCTH MallMeHTA: JUIIeBble Tu3Mopbuu, Makpoliedaius, 60JbII0NH POTHUYOK (3X3 cM), IUPO-
KM BBICTYIIAIOIINI 100, TUTIEPTEIOPU3M IJ1a3, SMMMKAHT, MOHTOJIOMIHBIN pa3pes I1a3, IIMPOKOe 3araBliiee MepeHoCche, ITUPOKUe
CTMIMHKA W KOHYMK HOCa, HU3KO0e TIPUKPETUIeHNe KOJTyMeJUThl (KOJyMeJlia 1o TUITy TTapyca), MaKpOCTOMUSI, HaBUCAOIIIasT BEPXHSISI
ryba, KpymHble NE€CHbI, MUKPOT€HMSI, HU3KOTIOCAKEHHbIE YIIIHbIE PAKOBUHBI C KPYMHBIMU TOPU30HTAIbHO-PACIIOIO0KEHHBIMU
Moukamu (a). bpaxugakTuaust Kucteit u cror, OpaxurenaedanaHTus, TUIOIIA3Ms TUCTAIbHBIX (halaHT MajblieB KUCTEH, IUPO-
kue | manplbl KUCTei, Turoruia3ust Horreir Ha IV u V manbuax mpasoit cromsl, I, IV u V manbuax jgeBoit cromsl (6, ¢). KoxxHbie
CBHUIIIM C IBYX CTOPOH OKOJIO TOAMBIIIEYHbBIX BMIAAWH, y3Kas IpyaHas KjieTKa (e).

Fig. 1. Phenotypic features of the patient: hereditary facial stigmata, macrocephaly, enlarged fontanelle (3%3 cm), skull bossing,
hypertelorism, epicanthic fold, “mongoloid” eye shape, low wide nose bridge, wide nasal dorsum and nose tip, low-hanging
columella, macrostomia, protruding upper lip, gingival enlargement, microgenia, low-set ears with large horizontally located
lobes (a). Brachydactyly of the hands and feet, brachytelephalangy, hypoplasia of the distal phalanges of the fingers, wide index fingers,
micronychia of the nails of the 4th and 5th right toes and of the 1st, 4th and 5th left toes (b, c). Bilateral axillary cutaneous fistulas,
narrow chest (d).
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1.30min

Puc. 2. DxckpetopHas yporpadus, 6okoBasg (a) u Tipsmas (6) TPOEKIWH. PEHTreHOJOTHYecKass KapTUHA YpPeTepOrHapO-
He(dpos3a crpaBa cO CHUXKeHUMEM (DYHKIMI, THEJI03KTa3uu CjieBa, He3apalleHUs My>KeK B TOSCHUYHO-KPECTIIOBOM OTAENIe

ITO3BOHOYHMKA.

Fig. 2. Excretory urography, lateral () and direct (b) views: radiological manifestations of unilateral ureterohydronephrosis of the
right kidney with decreased renal function, pyelectasis of the left kidney, spina bifida occulta of the lumbosacral spine.

lazoBast xpomarorpacdus MoYU: Hecleurduueckue
M3MEHEHMS (MMOBBIICHUE 3-TUAPOKCUCEOAITMHOBOM KHC-
JIOTHI B 2 pa3a, CHIDKEHUE TIIMKOJICBOI KMCIIOTHI).

CexBeHMpOBaHUE MaHeau TreHoB «HacneacTBeHHbIE
00s1e3HU 0OMEHa»: MaTOreHHBIX BAPMAHTOB HE BBISIBICHO.

Ilpedeapumenvnoiii duaznos

Ha ocHOBaHMM KIMHWYECKOM KapTHHBI, BKIIIOYA-
JOIeH 3aJepsKKy pa3BUTHS, BPOKICHHBIC IMOPOKMU pa3-
BUTHUSI MOYETOJIOBOM cuCTeMbl, 0oJie3Hb [upiunpyHra,
0COOEHHOCTH JINLIeBOro (beHoTUIa u OpaxuteaedanaH-
TUI0, a TaKXKe 3HAUMTEIbHOE ITOBBIIICHUE YPOBHS IIIE-
JlouHo# ocdara3pl KpoBM, y pebeHKa 3amnojo3peHa
runepdocdaTtassgs ¢ HapylmIeHHNEM WHTEUIEKTYaIbHOTO
pPa3BUTHUSL.

JIHK-0uaenocmura

Pebenky nmpoBeieHO CeKBEHMPOBAHKE TTOJTHOTO 3K30-
ma (hg38): B rene PIGV (NM_017837.4) BbIsiBJieH paHee
OMUCAHHBIN TaTOTeHHBII MUCCeHC-BapuaHT ¢.1022C>A
(p.Ala341Glu; chrl:26795056C>A) B reTepO3UTrOTHOM
COCTOSIHMM, a TaKXKe paHee He OMMCAHHBINA, BEPOSITHO
natoreHHblt BapuaHT c.103_110del (p.Asp35Cysfs*32;
chr1:26794133 CCCAGATCA>C), mpuBOASIITIA K CABH-
Iy paMKM CYUTHIBAHUSI.

ITatorenHsle BapuaHThl B TeHe PIGV omucaHbl y mna-
LIMEeHTOB ¢ runepdocdara3ueii ¢ HapylIeHUEeM MHTEIeK-
TyajapHOro pasputus, Tun 1 (OMIM 239300), ¢ ayrocoM-

HO-PELeCCUBHBIM TUIIOM HacjienIoBaHus. BapuaHTbl ObUTH
BaJIMIMPOBAHBl METOAOM CeKBEeHHpoBaHUs 1o CaHrepy,
MIPOBEICH CEMEITHBIN cerpeTallmOHHBIN aHAN3: POIUTEIIN
SIBJISTIOTCST TETEPO3UTOTHBEIMKA HOCHTENIIMU. TakuM obpa-
30M, BBISIBJIEHHbIE T€HETUYECKME BapUaHThI PaCIOIOoXe-
HBI Y TpoOaHIa B TPAHCIIOJOXECHUMU.

Jluaenos

I[IprHMMasT BOo BHUMaHWe JaHHBIC aHaMHe3a (TpeHa-
TaJbHO BBISIBJICHHBIN BPOXACHHBIN TTOPOK Pa3BUTHS MO-
YEIoJIOBOM CUCTEMBI), KIIMHUYECKOM KapTUHBI (MHOXKECT-
BEHHBIC BPOXIEHHbIE IIOPOKK pa3BUTUS: 00JIe3Hb ['MpIi-
[IpyHIa, Merayperep ¢ ABYX CTOPOH C DKTOIUEN YCTheB
MOYETOYHHUKOB, KPUIITOPXM3M, 3aIepKKa IICHXOMOTOP-
HOTO pa3BUTHSI, XapaKTePHbIE CTUTMBI IM33MOpUOreHe3a,
CHIKEHUE CJIyxa), JabopaTOPHBIX METOAOB (TTOBBLIILICHHUE
YpOBHS 1ie09HOoM pocdarassl o 1900 En/m), JHK-mm-
ArHOCTUKM (ITATOr€HHBIA U BEPOSTHO MATOTEHHbBIN Bapu-
aHTbl B reHe PIGV B TpaHCHOJOXEHUU), PEOEHKY ycTa-
HoBJieH nuarHo3:. «lunepdocdarazus ¢ HapylieHUEeM
UHTEeJUIeKTyaslbHOTO pa3Butusa, tun 1 (OMIM 239300)
(cuagpoM Mabpu)».

Jucpghepenuuavnas ouacnocmuxa

JuddepeHUINANbHBIA OMATHO3 CJEAyeT IPOBOAUTH
C MUKPOIIUTOTEHETUICCKMMHU CUHIPOMAaMU (XapaKTepHBI
3amepKKa IICUXOMOTOPHOrO U (pU3UYECKOIO Pa3BUTHS,
MHOXKECTBEHHBIC BPOXKICHHBIC TTOPOKH W JIMIIEBEIC T3~
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MopdhUM), a TAKXKe MOHOTEHHBIMU CUHAPOMAaMU C 3adepK-
KO TICUXOMOTOPHOIO Pa3BUTUSI, MOPOKAMU Pa3BUTHUS
JKEJIyTOYHO-KUIIIEYHOTO TpaKTa U MOYETIOJIOBOM CHUCTE-
MBI (B TOM 4Hclie 00JIe3HbI0 [MpIImpyHTa), TAKUMU KakK
cunapom Mosata—BunbcoH, cunapom IInpurtieHa—
Tonbnbepra, cunnpom BaapaeHOypra.

Jleuenue

Ha nanHbIii MOMEHT crielipuIecKoi Teparun He pa3-
paboraHo. JleueHue cummnrtomatudyeckoe. st HEKOTO-
pbix TUMNOB runepdocdarasuu (tunsl 2, 3 u 4) sacpdek-
TUBHOCTD B JICUCHUU SIMUJICIICUM MOKa3aHa MpU codeTa-
HUM 6a3MCHOU ITPOTUBOCYIOPOXKHOU Te AT 1 BBICOKIX
103 nupunokcrHa (B6) u ponnesoit kucnorsl [4, 5].

Ilpoenos

B nmutepatype mmeercss mH(MOpMALMS O IIPOHOJIKM-
TeJbHOCTHU XXW3HU MEPBBIX MALIMEHTOB ¢ runepdocdara-
3ueit, KoTophix onrcana Ma6pu B 1970 romy: o6a malrmeH-
Ta OBUIM XXWBBI M1 HA MOMCHT HAITMCAHUS CTAThU TOCTH-
IJIK Bo3pacTa 66 jier u 72 JeT COOTBETCTBEHHO [6]. Bulio
YCTAaHOBJICHO, YTO CHMIITOMBI 3a00JIeBaHUS CTAOMIIN3M -
PYIOTCS ¢ TeUEeHNEM BPEMEHHU, a TAKJKEe OTMEUYAETCS CITOH-
TaHHasT PEMMCCUSI TIPUCTYIIOB BO B3POCJIOM BO3pacTe.
OpmHako Ba IPYrux MaiueHTa, HaXoIsICh Ha MPOTUBOCY-
JIOPOXKHOM Tepary, YMEPIIU BO BpeMs TSKEJTbIX STTHJICTI-
THYeCKUX mpuctynoB B 14 u 30 yet [6]. BBuay Beicokoit
KIMHAYECKOI TeTepOTeHHOCTH OINMMCAHHBIX CIIydaeB OJI-
HO3HAYHO CIIPOTHO3UPOBATh pa3BUTHE 3a00JIeBaHUS IS
HAllIeTo MalMeHTa 3aTpyaHuTesbHO. [1o TaHHbBIM TuTEepa-
TYpPBI, TPOIOIKUTEIPHOCTh KU3HN MOXET OBITh CHIKE-
Ha 1o 20—30 net 3a cuet pa3BUTUS pedpakKTepHON dMU-
JIETICUU, a TaKXKe TSIKECTU CUMIITOMOB, O0YCIOBICHHBIX
BPOXXICHHBIMU ITOPOKAMU Pa3BUTHSI.

IIpy TTOBTOPHOM JETOPOXICHUM B CEMbE PUCK pas-
BUTHUS HACJIEACTBEHHOW TMATOJOTUU BBICOKUI — OKOJIO
30% c yu€ToM OOLIeIOoMNyISuMOHHOro pucka. Ilpu mia-
HUPOBaHWU JAJTBHEUIIETO IETOPOXKICHMS B CEMbE PeKO-
MEHIOBaHbl MPUMEHEHUE BCIIOMOTaTeJbHBIX PENPOIYK-
TUBHBIX TEXHOJIOTHI, a MMEHHO 3KCTPaKOPIIOPaJTbHOTO
OIUTONOTBOPEHUS C IPEUMIUIAHTAIIMOHHBIM TeHETHYe-
CKMM TECTUPOBaHWEM, WIM MHBa3MBHas IMpeHaTajbHast
IMArHOCTUKA TIPW HACTYIJICHUM CaMOCTOSITCIBHOU Oc-
PEMEHHOCTH.

O0cyxKaeHne

OnucaHHblil B Hamieil pabore tun runepdocdara-
3UH, OOYCJIOBJIEHHBIN MAaTOTeHHBIMU BapuaHTaMU B Te-
He PIGV, aBnsgercss OGHUM M3 CaMbIX YacCTbIX B TPYIIIe
runepdocdaraszuii ¢ HapyluieHUEM WHTEIEKTYaJIbHOTO
pazsutus. [Ipu TaHHOM TUIIE HauboJIEe SIPKO BbIPAXKEHBI
deHoTUIIMUECKE OCOOEHHOCTU (XapaKTepHBIN JIUIIe-
Boll (beHOTUN U OpaxuTesnedaaHTUs), YaCTO OMUCHIBA-
I0TCSI MHOXKECTBEHHBIE BPOXIEHHBIE TTOPOKHU Pa3BUTUSI
aHOpPEKTaJbHOI 00JIaCTM U MOUEIIOJOBOM cUCTeMbl [7].
M3onupoBaHHOE TMOBBIIIEHUE YPOBHS LIEIOYHOU (hoc-
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daraser 1o 1900 En/m (B 5,5 pa3a BbIlllec HOPMEI) SIB-
JIsieTcsl  creu@uIeckuM OMOXMMUYECKUM MapKepoM
cuHapoMa Mabpu U MOXET ChITpaTh PELIAIONIYIO POJb
B IMarHOCTUYECKOM MOMUCKe. B cpeaHeM y malueHTOB
¢ runepdocdarazueil KOHIEHTpalUs IEJ0YHOU doc-
daTassl B 6 pa3 IpeBbIIaeT HOPMAaTUBHBIC TTOKa3aTelu
(ot 1,1 1o 17 HOpM), B peIKUX CIIy4dastXx HAXOIUTCS B TIpe-
JeJlax HOpMaJIbHBIX 3HAUCHUI, HO TIPXA 3TOM OTMEUAarOTCs
JIPYrvue XapaKTepHble CHMITOMBI 3a00jieBaHUsT (TUTIEpP-
docdarazusa, Tunsl 2 u 5) [2].

3akinoueHue

B npencraBieHHOM HAaMU KJIMHUYECKOM Ciayyae JaHO
noapoOHOe OIMCaHMe PEeIKOro HacjeICTBEHHOro 3abo-
JIeBaHUS 00OMeHa BellecTB — runepdocdarasuu ¢ Hapy-
LIeHWEeM UHTEJIJIEKTYalbHOTO pa3BuTus, TUI 1. [ToaydyeH-
HbIe JTaHHbIE O KJIMHUYECKOW KapTUHE, JJaOOpaTOPHBIX
1 WHCTPYMEHTAIBHBIX MCCIICIOBAHUSIX Yy HAIEro ITally-
€HTa MO3BOJISTIOT PACIIMPUTh 3HAHUS O (DEHOTUTTUYECKOM
crniekTpe runepgocdarasuy U MOgAYEPKHYTh TPYAHOCTU
nuddepeHInaabHON TUATHOCTUKU 3TOTO 3a00JieBaHUS.
JImarHocTrKa peaKoro HacCJIEACTBEHHOIO 3a00JIeBaHUS
METOJIOM BbICOKOMPOU3BOAUTEIbHOIO CEKBEHUPOBAHUS
C NajbHEWIIECH BaJlWIALMEd METOIOM CEKBEHUPOBAHUS
mo CoHTepy MO3BOJISIET YCTAHOBUTH ITMATHO3, CKOPPEK-
TUPOBATh TAKTUKY JI€USHUS], YTOUHUTH MTPOTHO3 U OCYIIIE-
CTBUTb NMPOGUIAKTUKY ITOBTOPHBIX CIIy4aeB POXKICHUS
OOJILHBIX JETEeH JIs1 KaxKI0i KOHKPETHOM CeMbHU.

JIutrepatypa/References

1. WuT, Yin F, Guang S, et al. The Glycosylphosphatidylinositol
biosynthesis pathway in human diseases. Orphanet J Rare Dis.
2020;15(1):129. doi: 10.1186/s13023-020-01401-z

2. Knaus A, Pantel JT, Pendziwiat M, et al. Characterization of
glycosylphosphatidylinositol biosynthesis defects by clinical
features, flow cytometry, and automated image analysis. Genome
Med. 2018;10(1):3. doi: 10.1186/s13073-017-0510-5

3. Murakami Y, Kanzawa N, Saito K, et al. Mechanism for release
of alkaline phosphatase caused by glycosylphosphatidylinositol
deficiency in patients with hyperphosphatasia mental retardation
syndrome. J Biol Chem. 2012;287(9):6318—6325. doi: 10.1074/
jbc.M111.331090

4. Bayat A, Aledo-Serrano A, Gil-Nagel A, et al. Pyridoxine
or pyridoxal-5-phosphate  treatment for seizures in
glycosylphosphatidylinositol deficiency: a cohort study. Dev Med
Child Neurol. 2022;64(6):789—798. doi: 10.1111/dmcn.15142

5. Messina M, Manea E, Cullup T, et al. Hyperphosphatasia with
mental retardation syndrome 3: cerebrospinal fluid abnormalities
and correction with pyridoxine and Folinic acid. JIMD Rep.
2022;64(1):42—52. doi: 10.1002/jmd2.12347

6. Thompson MD, Knaus A. Rare genetic developmental
disabilities: Mabry syndrome (MIM 239300) Index Cases and
Glycophosphatidylinositol (GPI) disorders. Genes (Basel).
2024;15(5):619. doi: 10.3390/genes15050619

7. Horn D, Krawitz P, Mannhardt A, et al. Hyperphosphatasia-
mental retardation syndrome due to PIGV mutations: expanded
clinical spectrum. Am J Med Genet A. 2011;155A(8):1917—1922.
doi: 10.1002/ajmg.a.34102

Caenenns 00 aBTopax:

Kondarxoea Oavea bopucoéna, K.M.H., 3aBeIyloIlasi OTICICHU-
eM MEIUIIMHCKON reHeTuKr Meauko-reHetnyeckoro teHtpa @AY
«HMMLII 3n0opoBbst gereit» Munsapasa Poccun, kondakova.ob@nczd.ru;


https://doi.org/10.1186/s13023-020-01401-z
https://doi.org/10.1186/s13073-017-0510-5
https://doi.org/10.1074/jbc.M111.331090
https://doi.org/10.1074/jbc.M111.331090
https://doi.org/10.1111/dmcn.15142
https://doi.org/10.1002/jmd2.12347
https://doi.org/10.3390/genes15050619
https://doi.org/10.1002/ajmg.a.34102

Poccuncknin negnatpuyecknia >kypHan umeHun M.A. CtygeHnknHa. 2026; 1(1)

16 doi: https://doi.org/10.46563-1-2026-71-76

KJIVMHUYECKUIA CNYYAN

Iyokoea Anacmacus Ilaeaoéna, opauHaTop 2-ro romga, MeIu-
LMHCKUI perucTpaTop JgadopaTOpuu MEAULIMHCKON TeHOMM-
ku OIAY «HMMUIL 3nmoposBbst nereit» Mun3npaBa Poccum,
gudkova.ap@nczd.ru; Ipebenrxun Imumpuii Heopeeuu, Bpau-reHe-
TUK OTHEJIEHUS] MEIUIIMHCKON TeHEeTUKN MeInKO-TeHeTUYECKOro
nentpa ®IrAY «HMMUIL 3noposbs gereit» MunsnpaBa Poccumu,
grebenkin.di@nczd.ru; /lemoanoe Cemen Baaepvesuu, Bpau-reHe-
TUK OTHEJIEHUS] MEIUIIMHCKON TeHEeTUKN MeIrKO-TeHeTUYECKOTro
nentpa @AY «HMMUIL 3noposbs aereit» MunznpaBa Poccun,
demianov.sv@nczd.ru; /Jaevidosa FOaus Heopeena, Bpau-TeHe-
TUK OTACJICHUS] MEIULIMHCKOM reHeTUK MeauKo-TeHeTUYeCKOTo
ueHtpa ®IrAY «HMMUWLL 3nopoBbs nereit» Munzapasa Poccun,
davydova.iui@nczd.ru; Tapzan Apam Ozanecosuu, K.M.H., CTapIInii
Hay4YHBIII COTPYOHMK, Bpay AETCKUI YypOJOT-aHAPOJIOT oOIIeit

u rutanoBoit xupyprunt @AY «<HMUL 3nopoBes geteit» MuH3npa-
Ba Poccuu, tarzyan@nczd.ru; Jesaxonoeéa Eaena IOpvesna, 1.M.H.,
3aBejlytolias otaesieHueM oouiei u niaanosoi xupypruu HUU net-
CKOW XUPYpIUH, 3aBeaytolnas Kaheapoi NeTCKOi XUpyprum ¢ Kyp-
COM aHEeCTe3MOJIOTUM ¥ PeaHUMAaTOJOTuu MHCTUTYTa TTOATOTOBKY
MenuimHcKux kagpoB PTAY «<HM UL 3mopoBbs nereii» MuH3apa-
Ba Poccum, dyakonova@nczd.ru; Ilymkoe Arexcandp Asexceesuu,
K.M.H., BEIyIIWii HAYYHBII COTPYTHUK JIAGOPATOPUU MEIUIIMH-
CKOIf TeHOMUKU Menuko-reHeTndeckoro neHtpa @AY «HMULL
3M0poBbsT  aeTeil» MwuH3npaBa Poccuu, pushkovaa@nczd.ru;
Casocmosinos Kupuaa Buxmopoeuu, 1.6.H., pykoBomuTenb Me-
MUKO-TEHETHMYECKOTO IIeHTpa M J1abopaTopuy MEeIUIIMHCKON Te-
Homuku OTAY «<HMMUL 3noposest nereii» Munsnpasa Poccun,
savostyanovkv@nczd.ru



