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YBaxaembie untarenn! Jloporue aBTopsi!

HauuvoHanbHbIT MEeAUIIMHCKUIA MCCIIEI0BAaTEIbCKUI LIEHTP 340PpOBbs neTeii Mun3apaBa Poccun npencrapisieT uym-
TaTeJIsIM TIEPBBIA HOMEpP HayIHO-TIPaKTUIeCKOro n3gaHus — «Poccuiickuii meauarpmdeckuii xkypuaa nvenn M. S. Cry-
neHuKnHA». Co3maHMe XKypHala SIBISICTCS 3HAYMMBIM COOBITHEM UISI TTPO(EeCCUOHATBHOTO COODIIeCTBA CIICIIMAINCTOB,
MOCBSITUBLIMX CBOIO IESITEIbHOCTb OXpaHE 310POBbSI JETEM.

HoBoe nznanue npoposkaer Tpaauuny « Poccuiickoro neauaTpuyeckoro XKypHaja», BCe apXUBbl KOTOPOTO COXpPaHEHbI
M OTKPBITHI JUIs1 ynTaTesneil Ha caiite. CoxpaHss TIpeeMCTBEHHOCTh OT€YECTBEHHOM MeAUaTpUIeCKOM HAyYHOU IITKOJIBI
HOBOE U3IaHUE PACIIMPSIET MPOCTPAHCTBO 151 OOCYKIEHMSI COBPEMEHHbBIX HAYYHbBIX UEH, KIMHUYECKUX MOIXOI0B U Op-
TaHU3aLIMOHHbIX PEIIEHUI B CUCTEME NETCKOTO 31PAaBOOXPAHEHUSI.

MBbI yOeXKIeHBI, 9YTO ITyOIMKAIIMK, TIPEACTaBICHHBIC HAa CTpaHUIIAX KypHaJia, OyIyT CITOCOOCTBOBATh YKPEIUICHUIO Ha-
YYHOTO Majaora, 0OMeHy nepeaoBbIMU KJIMHUYECKUMU M OPraHU3ALIMOHHBIMU MPAKTUKAMMU Y MOBBILLIEHUIO TOCTYITHOCTH
aKTyaJIbHBIX 3HAHUI TSI CTICIMAIMCTOB JETCKOTO 3IpaBOOXpaHEHMS BO Bcex pernoHax Poccuiickoit Meneparinm.

B «PoccuiickoM nepuarpuueckoM kypHane umeHn M.S. CTyneHUKMHa» MBI PACIIMPUIIA CITEKTP HAYYHBIX CITeIIN-
aTbHOCTEH, TI0 KOTOPHIM IIPMHMMAEeM OPUTHMHAIBHBIC HayYHBIC MCCIICIOBaHUS, KIMHUYECKNE HAOTIOACHUS U 0030p-
Hble ctathu: 3.1.21 — «[lemmatpusi», 3.1.11 — «Jlerckasa xupyprus», 3.2.3 — «O0IIeCTBEHHOE 3I0POBbE, OPraHU3aAIINS
M COIIMOJIOTHS 3IpaBOOXpPaHEeHNST, MEAUKO-COLIMAIbHAS aKcnepTu3ar, 3.2.1. «['uruenar, 3.1.19 «DHIOKPUHOIOTHS».

OOHOBJICHHBII COCTaB PEIAKIIMOHHOM KOJUIETUM OOBbEANHII BEIYIINX YUCHBIX U TIPAKTUKYIOIINX CITCIIUAINCTOB, YTO
co31aeT IMPOYHYIO0 OCHOBY IUISI COMEPKATEIBHOTO M IPOGheCCUOHATLHOTO B3aUMOIECUCTBHUS C aBTOPAMM U PELICH3CHTaMU.

751 Hac GoJIbIIIast 4eCTh M OTBETCTBEHHOCTh — OBITh HAIEXKHBIM NCTOUHUKOM HAayIYHOUM MH(OPMAIINK IS CIISITAIH -
CTOB JIETCKOTO 3paBOOXpPaHEHUsI, CITOCOOCTBOBATh Pa3BUTHUIO MPO(PECCUOHAIBHOIO NMAJora W MOAIepKUBATh PaCIIpo-
CTpaHEHWE HAayYHbIX 3HAHWI, KOTOPBIE JIeXKaT B OCHOBE COBPEMEHHbBIX KIIMHUYECKUX PEIICHUIA.

YBepeH, YTO COBMECTHBIMU YCUJIUSIMU HAYYHOTO ¥ MEIUITMHCKOTO COOOIIEeCTBa U3AaHNe OyIeT CIIOCOOCTBOBATh pa3-
BUTUIO OTEYECTBEHHOM MEeIMATPUM U YKPETLJIEHUIO HAYYHBIX OCHOB MEIULIMHCKON TTOMOIIH AETSIM.

I'naBHBII pegakTop

3aciy>KeHHbI Bpau Poccuiickoit @enepanun,
JOKTOp METUILIMHCKMX HayK, ITpodeccop

A.I1. ®Pucenko
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TunoBoii MaTOIOrMYeCKMii MPoIecc ¥ MapKepbl MOBPEKICHUS] MO3Ta MPH JETKOM
YepenHo-MO3roBoil TpaBMe y aereu

'®DTAY «HaumoHa bHBI MEAUIIMHCKUINM MCCIeI0BaTEILCKII LIEHTP 310pOBbs AeTeli» Munanpasa Poccuu, Mocksa, Poccus;
2DI'BYH «MHCTUATYT BBICIIE HEPBHOI IeaTebHOCTH U Helipodusnonaorun PAH», Mocksa, Poccus;

3I'BY3 «HayuHo-HccIe1oBaTeIbCKUi HHCTUTYT HEOTJIOKHOM IETCKOM XUPYPTUM U TpaBMaToIoruu — KJTMHUKa ToKTopa
Pomrans» JlenaprameHra 3apaBooxpaHeHusi . Mocksbl, Mocksa, Poccust

Pesiome

BBenenne. HecmoTpst Ha noMuHKMpOBaHUE JETKOI yepernmHo-Mo3roBoit TpaBMbl (JIUMT) B cTpykType TpaBMaTu3Ma y ne-
Teil, OuoXuMUYecKue rmokaszaresiu nospexaeHus Mmosra npu JIYMT u coTpsiceHUr Mo3ra U3y4yeHbl HEIOCTATOUHO. DTOT
dakT 3aTpyaHsieT MPOrHO3UPOBAHUE UCXOAOB MPU ITUX MOBPEXACHUsX Mo3ra y aeteil. Ileap: onpenennts u3aMeHeHUs
MapKepoB MOBPEXIEHUSI MO3ra B KpoBH jeteil, nepeHécumx JIYMT, ¢ akileHTOM Ha COTpsiCEHME MO3ra B CPAaBHEHUU
C U3MEHEHMSIMU Y 00IbHBIX co cpeaHeTskeénoir YMT (CTUMT).

Marepuais 1 MmeToabl. OGciefoBaHo 136 neteit, U3 HUX y 35 meTeil ¢ CoTpsiceHUeM roJIOBHOTo Mo3ra (15 6ayioB 1o mkaie
koMbl 'masro (IIKT)), 65 nereit ¢ JUMT (13—14 6asutos mo IIKT) u 36 nereit c CTUYMT (9—12 6amutos IIKT) B riepBbie
1—2 nus mocie YMT npoBoauu ornpenejaeHue coaepKaHusl B CBIBOPOTKE/TIIa3Me KPOBHM TaKMX MapKepOB MOBPEKACHUS
MoO3ra, Kak riuanbHbiil 6eok S100b, kucnbiit dubpusuisspHeiil 6enok GFAP, all-ciektpuH (mponykT pacnaaa CrieKTpu-
Ha — SBDP-145), 2 tuna ayroanruren (aAT) k peuentopam riyramata (GluRc) — NMDA (NR,) u AMPA (GluR1) non-
TUIOB, MPOAYKTHI IeTPaJalli STUX PELIETITOPOB — MENTUAOB, COOTBETCTBYIOIIMX N-KOHIIeBbIM yuacTkaM NMDA u AMPA
GluRc (NR2 u AMPALI nentuaer), a Takke conepxanne okennos azora (NOx) (NO, +NO,") u 3-uutpotuposuna (NT).
KoHueHTpaunu aTux coenMHEeHUH B CBIBOPOTKE/TIIa3Me KPOBU OMPENEIsUINCh UMMYHO(DEPMEHTHBIMU METOAAMMU.
Pesyabrarnl. Y 3HauntenbHoii yactu netreit ¢ JUMT yxe B nepBbie jHU nocjie YMT Obu10 BBISIBJIEHO YBEJIUUYEHUE COIEPXKA-
HUS MapKepoB okucauTenbHoro ctpecca (NOx, NT) u 3HauntenpHoe Bo3pactaHue ypoBHsI aAT k NMDA GluRc B kpoBu.
VY nereit c CTYMT nokasarenu nospexaeHus Mosra (S100b, GFAP, all-cnektpun, NOx u npoaykTsl aerpagainu NMDA
GluRc-NR2-nienrtuast) mipesbianu takoBsle y aeteit ¢ JIUMT. Hampotus, ypoBenb aAT k NMDA GluRc u npomyKThr
nerpanaiiiu AMPA GluRc-AMPAT nienTuabsl UMean MakCUMaJlbHbIE 3HAYEHUSI UMEHHO Y IETel C COTPSICEHUEM MO3ra.
3akmouenne. YcraHosieHo, uro y nereii ¢ JYUMT (LLIKT = 15) 6GonpimnHCTBO MMoKa3aTesnielt yxke B TiepBble THU ITOCJIe TPaB-
MBI OKa3bIBAa€TCsl HA BEPXHEl rpaHu1Ie WK TIPEBbIIIAET BEPXHIOIO IPAHUILY HOPMBbI, UYTO CBUAETENBbCTBYET O PA3HOI CTENEHU
peakiMy TOJIOBHOTO MO3ra Ha TpaBMaTUUECKUI cTpecc. Y neTeit ¢ COTpsICeHUEeM TOJIOBHOTO MO3ra BbICOKUI ypoBeHb aAT
K NMDA GluRc Ha ¢hoHe HU3KOTO conepXaHus TPOAYKTOB ux nerpagaiuu — NR2 mentunos B miepBbie n1HU Tiocie YMT
MOXKET yKa3bIBaTh Ha 0oJiee BbIpakeHHbIE KOMIIEHCATOPHbIE MEXaHU3Mbl, HAITPaBJICHHbIE HA YMEHbILIEHUE TUTIePCTUMYJISI-
muu NMDA GluRc nipu JIUMT. B To Xe Bpemst 6osee BhIcoKoe comepxkaHne AMPAIL mentumoB y meTeit ¢ coTpsiceHueM
MO3ra MOXeT ObITh HaYaJIbHbIM MPU3HAKOM AP (PY3HO-aKCOHAIBLHOTO TMTOBPEXICHMS.

KoueBsbie cioBa: 6emu; néekas UepenHo-mo3206eds mpaemda, compsAceHue 20/106H020 M032d, MapKepbl nospemdeﬂuﬂ Mo3sea,
eaymamammole peuenmopol, aKnueHsle gbOprl asoma
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Typical pathological process and markers of brain damage in mild traumatic brain injury in children
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Summary

Introduction. Despite the dominance of mild traumatic brain injury (mTBI) in the structure of TBI, the biochemical
parameters of mild brain damage in brain concussions have not been sufficiently studied. This fact makes it difficult to predict
the outcomes of concussions that are part of the mild form of TBI. Aim of the work: identify changes in markers of brain
damage in children’s blood who underwent mTBI with an emphasis on brain concussions, and compare the indicators with
a group of children with moderate TBI (mdTBI).

Materials and methods. One hundred thirty six children were examined, including 35 children with concussion (15 points
on the Glasgow Coma Scale (GCS)), 65 children with mTBI (13—14 points on the GCS) and 36 children with mdTBI
(9—12 points on the GCS). In the first 1—2 days after TBI, the content of such markers of brain damage as glial protein S100b,
acidic fibrillary protein GFAP, all-spectrin (spectrin breakdown product — SBDP-145), 2 types of autoantibodies (aAT)
to glutamate receptors (GluRc) — NMDA (NR2) and AMPA (GluR1) subtypes, degradation products of these receptors —
peptides corresponding to the N-terminal regions of NMDA and AMPA GluRc (NR2 and AMPAI peptides), as well as the
content of nitric oxides (NOx) (NO,” + NO,") and 3-nitrotyrosine (NT). The concentrations of these compounds in blood
serum/plasma were determined by enzyme immunoassays.

Results. In the first days after TBI, a significant proportion of children with mTBI showed an increase in the content of
oxidative stress markers (NOx, NT) and a significant increase in the level of aAb to NMDA GluRc in the blood. In children
with mdTBI, indicators of brain damage (S100b, GFAP, all-spectrin, NOx, and NMDA GluRc degradation products —
NR2 peptides) exceeded those in children with mTBI. On the contrary, the level of aAb to NMDA GluRc and the degradation
products of AMPA GluRc — AMPA 1 peptides had maximum values in the group of mTBI in children with brain concussions.
Conclusion. It has been shown that in many children with mTBI (GCS = 14—15), most of the indicators are at the upper
limit or exceed the upper limit of the normal values, which indicates a different degree of brain response to mild traumatic
stress. In children with concussion, a high level of aAb to NMDA GluRc against the background of a low content of their
degradation products, NR2 peptides, in the first days after TBI may indicate more pronounced compensatory mechanisms
aimed at reducing NMDA GluRc hyperstimulation in mTBI. At the same time, a higher content of AMPA 1 peptides in
children with concussions may be the initial signs of diffuse axonal damage.

Keywords: children; mild traumatic brain injury; brain concussion; markers of brain damage; glutamate receptors; active forms of
nitrogen
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BBenenne

YepermHo-mo3roBas TpaBma (UMT) saBisteTcss OCHOB-
HOW TIpUYMHOW CMEPTHOCTA Y WHBAJIWIU3ALAU IETEeH
Bo BcéM mupe [1]. B Poccun ormeuaeTcst HEyKJIOHHOE yBe-
JIMYeHUE NeTCKOro TpaBMaTU3Ma: exxeroaHo auarios YMT
rnoJiyyatrot 6osee 1 MJH aeTeit, u3 Hux ocosiee 100 ThIC. ro-
CITUTAIU3UPYIOTCS, @ OKOJIO 5 THIC. OCTAIOTCS] MHBAIMIAMU
[2, 3]. Cpenu Bcex ciiyyaeB YMT B Poccuu netu B Bo3pa-
cTe oT poxkneHus 1o 17 et 3anumarot 24,6% [4]. B cTpyk-
Type CMEPTHOCTU TpaBMa roJIOBbI cocTaBisieT 19,8%, npu

9TOM B OojblinHCTBe ciayyaeB UMT cBsizaHbl ¢ ObITO-
BbIMU U JOPOXHO-TPAHCIIOPTHBIMU TTPOMCIIECCTBUSIMU
[2—5]. YMeHblIeHNe OIUTEIBHOCTU TOCITUTAIN3AlUN JIe-
teit ¢ YMT u ux HegocTaTOYHAsl peabUIUTALIMSI CO3AAI0T
MPEANOCHUIKU TSI TIOSIBIEHUST HEBPOJIOTUYECKUX, TICUXO0-
JIOTUYECKUX PACCTPOMCTB M COLIMAJbHOU ae3amanTaliu
y neteii [4, 6]. D10 0cobeHHO aKTyaabHO 1151 IErkoit YMT,
Ha JI0JTI0 KOTOPO# ITpruxoauTest okoao 90—95% Bcex ciayya-
eB UMT y neteii [7]. CoTpsiceHue rojoBHoro Mmosra (CI'M)
CUMTAETCs MeHee OMAacCHBIM MOBPEXIECHUEM B CTPYKType
JIUMT, T. K. B OONBIIMHCTBE CIy4aeB CUMIITOMBI ITPOXO-
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1At yepe3 2—3 Hen. B Hacrostmee Bpemst CI'M Kak Jiérkast
dopma UMT (JIYMT) nonBepraercsl nepeolieHKe B CBI3U
C YBEJIMYCHUEM YMCIIa OTHAJEHHBIX TTOCICACTBUN HEBPO-
JIOTMYECKOTO U IICUXUYECKOTO XapaKrepa y aeTeii [6, 8, 9].

151 onipeieIeHUs JOJITOCPOYHOTO ITPOTHO3a Y OOJIbHBIX
¢ CI'M BaXHO OUEHUTh CTPYKTYpPHO-(YHKIMOHAJIBHOE
cocTosiHue Mo3ra B nepBbie nHU nociie YMT. B To Bpems
KakK ToBpexXxIeHus1 Mmoara npu Tsekeénoit YUMT puarHoctu-
PYIOTCS ¢ TIOMOIIBIO KIMHUYECKUX TIPU3HAKOB M CTaH-
JAPTHBIX METOIOB HEWPOBU3yaIU3allMU, HAPYLIEHUS TIPU
CI'M 00HapyXuTh CJIOXKHEE, T. K. IPEUMYILECTBEHHO I10-
BpEXXOAIOTCS He CTPYKTYPBI MO3ra, a (DOpMUPYIOTCS Bpe-
MEHHbIE HapyIIeHUS MeXHEeWpOoHaIbHbIX cBs3eir [10].
ITockonbky ipu CI'M He ompenessitoTcsi BUIUMBIE oda-
roBeie WM TUMGY3HBIE N3MEHEHUS TIPU KOMITBIOTEPHOI
tomorpacduu (KT) rosoBHoro mosra, To HazHaueHue KT
MPOBOIUTCS IJI UCKIIOUEHUSI CepbE3HBIX TPaBM, TaKUX
KaK KpOBOM3JIUSHMS WJIM TIEpeIoMbl udepera. MIMeHHO
npu CI'M HauOoJsiblliee 3HaU€HUE B CO3MaHUU MPOTHO3a
MMproOpeTaeT OINpeAcIeHe MAapKePOB Pa3IMIHBIX TUIIOB
KJIETOK M CYOKJICTOUHBIX KOMITAPTMEHTOB LIEHTPAIBHOM
HEepBHOI cucteMbl [11].

OCHOBBIBasSICh Ha paHee TMOJYYECHHBIX HAMM JaHHBIX
0 MMHAMUKE OTAEJIbHBIX HEMPOMAapKEPOB MOCIE TSKETON
YUMT vy nmeteii [12] u yuuThiBasi HEIOCTATOUHOCTD MOA00-
HbIX uccaenoBaHuit npu JIYMT, npeacrasisieTcs BAXKHBIM
omnpeesieHre U3MEHEHUI IKUPOKOro CIeKTpa Moka3aTe-
JIeli TIOBPEXIEeHUs Pa3IUyYHbIX CTPYKTYPHBIX 3JEMEHTOB
mo3ra cpasy nocjie JJUMT y nereii u cpaBHEHUE UX C TaH-
HbIMU OoJibHBIX, TiepeHéciiux CI'M u cpeaHeTsIKENyIo
UMT (CTUMT).

Ieab pabOTHL: OMpenenTh U3MEHEHUST MapKepPOB T10-
BpeXIeHUsI Mo3ra B KpoBU aeTeit, nepeHéciux JIYMT,
C aKILIEHTOM Ha COTPSICEHME MO3Ta B CPAaBHEHUM C U3MEHE-
HusMHU y 60abHBIX ¢ CTUMT.

Marepuabl U METOIbI

O6cnenosBano 136 gereit B Bo3pacte 3—16 jeT, N3 HUX
y 35 npeteit ¢ CI'M (15 6amnoB no 1mkane Kombl I1a3ro
(LLIKT)), 65 meteit ¢ JYMT (13—14 6awioB no HIKI)
u 36 nereit ¢ CTUMT (9—12 Gamnos LIKI) B mepBbie
1—2 gus nociae UMT nmpoBoauiu omnpeneneHue Coaep-
JKaHUS B CBIBOPOTKE/TIa3Me KPOBU OMOMapKepOB IMOBPE-
xaeHus mosra. Ipu 1€rkoii HeBpOJIOTUUECKON CUMIITO-
MaTUKe U OTCYTCTBUM MOMO3PEHMSI Ha reMaToMy y AeTeit
¢ JUMT MPT Obuia caenaHa JulIb TIPU MOAO3PEHUU
Ha ymub TOJOBHOTO MO3ra (KpOBOUSIUSIHUS HE ObLUIU
obOHapyXeHbl). OCHOBHOI CUMIITOMAaTUKON y Bcex aeTeit
cpasy nociie CI'M ObUTH TOJIOBOKPYKEHHUE, COHJIMBOCTD,
TOLIIHOTA, PBOTA, yMepeHHas rojiopHas 6ojb. [Totepu co-
3HaHUS Yy OOCIeIOBaHHBIX AETe HE OTMEYaloCh, JIMIIb
OIVH PeOEHOK ITOIYIMII TPAaBMY TOJIOBBI C KPAaTKOBPEMEH-
HOW MOTEPEN CO3HAHUS.

Bce uccnenoBaHus B KJIMHUKE BBIMOJHEHBI B paMKax
peayM3aliy TOCYOApCTBEHHBIX IIPOrpaMM M OIIPemess-
JINCh UCKIIIOUUTEIBHO KIMHUYECKONH HEOOXOMUMOCTHIO.
Bce GonbHBIE U MX POIUTENN MOAIKCAIN TOOPOBOJBHOE
nH(GOPMUPOBAHHOE COTJIacKe Ha IIPOBEICHNE UCCIeIOBa-

Huii. /JIuzaiiH 1 MeToIbl UCCIEeIOBAaHUSI ObLIIU OOOOpPEHBI
JIOKQJIbHBIM 3TUYECKUM KOMUTETOM.

HccnenoBanu comepkaHre TaKMX U3BECTHBIX MapKe-
POB MOBPEXAEHUS MO3Ta, KaK MIuaibHbIi 6e10k S100b,
kucnbiit pubpunnsgpusiii 6enok (GFAP), all-cnektpun
(SBDP145), a takxke ayroantutena (aAT) 2 Tturos
Kk peuentopam rayramata (GluRc) — NMDA (NR2)
u AMPA (GluR1) noarunoB. Kpome Toro, o110 npo-
BEICHO KOJMYECTBEHHOE OIIpenesieHrue IIPOIYKTOB
JIerpajallii 3TUX peLeNnTOpOB — TMENTHIOB, COOT-
BeTcTBYIOIIUX N-KoHIeBbIM ydyacTkaM GluRc (NR2-
u AMPA l-mentumoB), a Takke COAEpKAHUE OKCH-
nos azota (NOx) (NO,” + NO,”) u 3-HUTPOTHPO3MHA
(NT). KpoBb, B3sTast U3 BeHbl B KOHIIe 1-ro — Havaie
2-To IHS TI0CJEe TpaBMBI, 00pabaThIBajach cpa3y mocie
B3SITHsI, TIOCJIE YETO CHIBOPOTKA WJIU TJla3Ma XpaHWIUCH
no uccaenoBanus npu —40°C. KoHueHTpauy ykKa3aH-
HBIX COCIMHEHUI B CHIBOPOTKE/TIa3Me KPOBU OIIpeIe-
JISLTU UMMYHO()EPMEHTHBIMU METOIAMU C TIOMOIIIBIO TH -
arHOCTUYECKMX HaOOPOB OTEUECTBEHHBIX U 3apYOEKHBIX
nmpousBonuteneit (I'epodapm, CanAg, R&G Systems,
Hycalt Biotech, Calbiochem, Gold Dot). [Toka3artenu,
BhIABIIeHHBbIe y Aeteii ¢ CI'M, mpencraBiieHbl B BUIE
WHIVNBUAYAIbHBIX 3HAaUCHUI. BepXHsIs TpaHWIIa HOPMBI
MpeacTaBjieHa Ha rpadgukax B BUIAE TOPU3OHTaIbHOU
JIMHUM 1 COOTBETCTBYET JaHHBIM (MPM-pa3padOTINKOB
peareHToB Wiu AaHHbIM Jutepatypsl [13—17]. KoHTp-
oJbHas rpymmna mias onpeneneHuss NOX mpeacTaBicHa
COOCTBEHHBIMM TAHHBIMM, ITOJYYEHHBIMU Y ACTEH TIpu
B3SITUM KPOBHU TTOCJIE JIETKUX XUPYPTUUECKUX OTIepalnuii
(n=10). CtaTucTUYeCcKUit aHAJIU3 TOJYYEHHBIX JaHHBIX
1 MOCTPOeHHE TPadUKOB MPOBOAUIN C ITOMOIIBIO TTa-
kera mporpaMm Prizm. Pe3ynbTaThl mipeacTaBiieHbl Kak
cpenHee U omunbKa cpenHero (M + m). Paznuuus cunra-
7 3HaYUMBIMHA Tipu p < 0,05.

Pe3yabTaTbl

Benok S100b sgBisgeTCS 9acTO MCITOJB3yeMBIM MapKe-
poM moBpexkneHuit mo3ra npu YMT u BXOOuUT B 30J10TOM
crangapT auarHoctuku YMT Ha TpoTSKEHUM MHOTUX
net [18, 19]. ¥V 57% neteit ¢ CI'M (20 u3 35) comepxaHue
S100b B nepBbie 1—2 aHsg nocie YMT npesbllano Bep-
XHHE TPaHMIIBI KOHTPOJbHBIX BeanuuH (90 Hr/m). [Iuana-
30H 3HAYEHMIH B 3TOI rpyrmie coctaBwi 63,5—214,2 Hr/n
CbIBOPOTKU KpoBU. CpeaHuit ypoBeHb S100b y aTHUX 00JIb-
HbIX cooTBeTcTBOBaN 113,5 + 6,2 Hr/a (puc. 1). IIpsimoii
KOPPEISIIINN MEXIY TSKEeCThbI0 HAYaJIbHBIX CHMIITOMOB
u ypoBHsiMu S100b He oOHapyxkeHo. Tak, y pe6b€HKa ¢ MU-
HUMAaJIBHBIMU aJI00aMM TIOCJIe ylapa KHUTOM IO ToJo-
Be colepxaHue Oenka ObUIO 3HAYUTEIBbHO TOBBIIIEHO
(187,1 ur/n). B To e BpeMsi mpu 6oJiee BhIpakeHHbIX K-
HUYECKUX CUMIITOMAX (yaap ITO TOJIOBE B Pe3yIbTaTe CTOM-
KHOBEHMSI, MHOTOKpaTHasl PBOTa, COHJIMBOCTh) COMEpKa-
Hue S100b He mpeBbIIIaN0 BEpXHEN IpaHUIIbI HOPMaJIbHBIX
BenmanH (85,2 Hr/m) (cM. puc. 1).

V nereit ¢ IUMT (LIKI 13—14 6annoB) coaepkaHue
S100b B kpoBu B 1-ii neHb coctaBuio 250 + 40 Hr/a, uTo
OoJiee yeM B 2 pa3a IIpeBhIIaio 3HaueHus y nereii ¢ CI'M
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Puc. 1. Conepxxanue 6enka S100b y mereii ¢ COTpsiCEHUEM T'OJIOB-
Horo Mo3ra B 1—2-it quu nocie YMT.

Fig. 1. S100b protein content in children with brain concussion
on the 1%—2"¢ days after TBI.
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Puc. 2. Conepxanune GFAP y npereit ¢ CI'M B 1-2-it gHm
nocie UYMT.

BepxHsist rpaHuna (ropu3oHTajIbHAs IMHMSI) COOTBETCTBYET JaHHBIM U151
JeTei ¢ oTcyTcTBUEM noBpexkaeHuit Mosra Ha KT [13].

Fig 2. Glial protein GFAP in children with brain concussion on the
11—2" days after TBI. The upper boundary (horizontal line) corresponds
to the data for children without brain damage on CT [13].
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(p < 0,01). ¥ nereii, nepenécmux 6omnee Tsxkeényio UMT
(CTUMT, LOKT 9—12 6amnoB), conepxxkanue S100b B riep-
Bbie 2 AHS B 4—5 pa3 mpeBbinano 3HadeHus npu CI'M
(567,2 £186,7 ur/a; p < 0,001).

GFAP gBnsieTcss [OMUHUPYIOIIUM OEJIKOM LIMTOCKEe-
Ta 3pesbIX acTpoLUTOB U, Kak U S100b, BEIXOOAUT B KPOBb
B OCTpOil (hase MOBpEKAEHUN MO3Ta. AHOMAaJIbHAsl DKC-
npeccust 6enkoB GFAP Bo3HuKkaeT mpu HelipoBocrae-
HUU, HelpoaereHepaluy, 3a00JeBaHUSX, BbI3bIBAIOIINX
oték Mmosra, UMT, ncuxmueckux paccrtpoiicrBax [20].
GFAP cBsa3piBaeTcsl ¢ MHOTUMU (DyHKIIMOHATLHBIMA MO-
JIEKYJIaMHU M CITY>KUT TIPOBOJIHUKOM JUISI TPAHCTIOPTUPOB-
K1 0enkoB B actpouuTax. [To cpaBHEHUIO ¢ UBMEHEHUSIMU
S100b GFAP cunTaetcs 6osee nHGOOPMATUBHBIM HEHPO-
MapKepoM M OOHapy>KMBaeTCss B OCHOBHOM TIPU TSDKEITBIX
YUMT c Hanuuuem noBpexaeHuii mpu KT ronosHoro mo3s-
ra [21]. CpaBHeHMEe MOJIyYEHHBIX HAMM JTaHHBIX ITPOBO-
IWIN C JaHHBIMU uccienoBaHus [13], aBTOpbl KOTOpOTro
YCTAaHOBWJIM, YTO 4yepe3 24 9 mocjie TpaBMbl COJIEPXKaHUE
GFAP y nereit ¢ JIUMT mipu OoTCyTCTBUUM TTOBpPEXICHUI
mo3ra rmpu KT He nipeBrimano 0,4 HT/MJT CBIBOPOTKH KPO-
Bu. B Haem uccnenoBanuu conepxanve GFAPy 75% o06-
CJIEIOBAaHHBIX COOTBETCTBOBAJIO HaHHBIM, IOJYYEHHBIM
y aeteit ¢ HopManbHoi KT, B TO Bpemst Kak y 25% Haimx
601bHBIX ¢ CI'M (9 u3 35) ypoBeHb GFAP cooTBeTcTBOBA
TIAHHBIM TMAallMEHTOB C MOBPEXIECHUSIMU TOJIOBHOI'O MO3Ta,
BoisiBIeHHbIMU TTpu KT (puc. 2).

all-CriekTpuH SIBJISIETCSI OCHOBHBIM KOMITOHEHTOM LI -
TOCKeJieTa KOPKOBBIX HEPOHOB M OOHAPYKMBAETCSI B MO3-
re MPeUMYIIeCTBEHHO B MPECUMHANTUYECKUX OKOHYAHMSIX
aKCOHOB B Buie IpomykKToB pacmama (SBDP-145) scien-
crBue aktuBauny Ca’"-3aBUCUMBIX LIMCTEMHOBBIX ITPOTEU -
Has3 [22]. Cpennee conepxkanue all-cnekrpuna (SBDP-145)
B 11asMe KpoBu y aereii ¢ CI'M He mpeBBIIIAIO BepX-
Hell TpaHWIIbI KOHTPOIbHBIX BeanunH (< 0,1 Hr/mi) [13]
u coctaBmiio 0,036 & 0,012 ur/ma. ITpu CTUMT conep:ka-
Hue all-cnekTprHa npeBhIlago BEPXHIOW rPaHULy HOPMbI
y 17% neteii (0,119 £ 0,023 Hr/mi) 1 661710 B 3,3 pasa Bbllile,
yeM y 60sbHbIX CI'M (p < 0,01) (puc. 3).
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Puc. 3. Conepxanue all-criekTpuHa B CbIBOPOTKE KpoBU AeTeid B 1—2-it nHu nociae YMT.

a — CI'M; 6 — CTUMT. BepxHsisi rpaHulia (rOpU30HTaJIbHAsI JIMHUSI) COOTBETCTBYET JAHHBIM ISl JIETEl C OTCYTCTBMEM IOBPEXIEHUI Mo3ra

Ha KT [14].

Fig. 3. The content of all-spectrin in the blood serum in children at the 1—2"¢ days after TBI.
a — brain concussions; » — moderate TBI. The upper boundary (horizontal line) corresponds to the data for control group of children [14].



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

12 doi: https://doi.org/10.46563/2026-1-1-8-17

OPUTMHAJIbHAA CTATbA
S
c g
S5 4 ee o
= T
= 8 30- o
02 o %o © ® %
E*—é 20{ @ ° 9
E 5 @ % P
o % 107 ° o ° L
x O b ®
oz L
z 0 T Ll T T T T -1

[=]
(3]
-
(=]
-
3]
]
o
)
3]
w
o
]
3]

petn c CI'M
children with brain concussion

Puc. 4. Conepxanue NOx B ruiazme kpoBu y aereit ¢ CI'M
B 1—2-i1 nau mociie YMT.

Fig. 4. The content of NOx in blood plasma in children with brain
concussion in the 1%—2" days after TBI.
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Puc. 5. Conepxanue 3-NT B miasme kposu y nereit ¢ CI'M
B 1—2-it mau mocne YMT.

Fig. 5. The content of 3-nitrothyrosine in blood plasma in children
with brain concussion in the 19—2" days after TBI.

YpoBeHb CYMMapHOTO COACPXaHWSI HUTPUTOB U HU-
tparoB (NOX) B tutazme KpoBu y 49% neteit ¢ CI'M oka-
3aJICsl BBIIIIE TPAHUIL JUIT KOHTPOJBHOW TPYIIIbI AeTei
(10 = 5 mxmonw/n; p < 0,05) ye B mepBble THU MOCIE
YMT. Cpennee coaepxkanue NOx y geteii ¢ CI'M cocra-
Buio 18,42 + 1,77 mxmons/n, npu CTUYMT — B 1,7 pa-
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3a 6ombiie (31,59 + 7,17 mxmons/n; p < 0,01) (puc. 4).
Haub6onbiee comepxanue NOx (38,06 MKMOJIb/71) ObLIO
oOHapyxeHo y pe6éHka ¢ CI'M npu nmageHuUM ¢ BBICOTHI
C TIOCJIENOBABIIEH OAHOKPATHON PBOTOM U AUCKUHE3UEU
KMIIICUHUKA.

B Hopme 3-NT B mmra3me KpoBU IPUCYTCTBYET JIUIIb
B cienoBbIx KonmdecTtBaX. [1pu CI'M IOBBIIIEHHBIN ypoO-
BeHb 3-NT yxe B 1-e cyTku obGHapyxuBaiu y 25% ne-
teii. BenmuunHa 3HayeHuit 3-NT kosnebamacy ot 0 1o
160 amoub/n (puc. 5). [Tpu CTYMT yposenb 3-NT usme-
Hsuicst ot 17 no 574 Hmonb/1.

IMpaktuuecku y Bcex gereir ¢ CI'M (90%) B nepBbie
1—-2 mua mocne YMT oTMeuany 3HAYUTEIbHOE TIPEBEIIIICHIES
ypoBHst aAT k NMDA((NR2) GluRc (11,60 * 1,24 Hr/mu
CHIBOPOTKM KPOBH IIPU BEPXHEM TpaHuIie HOPMBI 2,0 HT/MIT;
p < 0,001) [15]. [Tpu CTYMT B 1—2-ii AeHb MOBBIIIE-
HUEe YpOBHS JaHHBIX aAT HaOg0malIu y MEHbBIIETO YUC-
Jla IeTei, IpU 3TOM CpeIHEEe 3HAYEeHHE B OTOM TpyIIe
6bUT0 B 2,5 pasa Mmenbine, yeM npu CI'M, u cocraBuiio
4,57 £ 0,54 ur/mn (p < 0,001) (puc. 6).

Conepxanue aAT k AMPA (GluR1) B 1-2-i1 neHb
nociae YMT B rpynmne nereii ¢ CI'M He npeBblIago KOHT-
poibHbIX 3HayeHuit (< 1,5 Mr/mil) ¥ COOTBETCTBOBAJIO
0,64 + 0,14 ur/mu. IloBbiueHue copepxkaHus aAT
K AMPA (GluR1) nHaGmomanu Iuinb y AeTeil ¢ TSOKEIon
YMT (CTUMT) 2,88 & 0,62 ur/ma (p < 0,05 no cpaBHe-
HUIO C KOHTPOJIEM).

Onpenenenue npoaykroB aerpagauni NMDA GluRc
NR2-nentugoB B Ijla3Me KPOBU HE BBISIBUJIO 3HAUM-
Moit pasHunbl Mexay CI'M n CTUMT, y GonblinHCcTBa
MalMeHTOB o0eux Tpynm coaepxkanue NR2-merntumon
B l-ii nenp mocie YMT He mpeBbIIATO KOHTPOJIbHBIX
BeIMUMH (BEepXHsIsS TpaHWIIA KOHTPOJBHBIX 3HAYCHUN
(<0,5 ur/mn) [16]. B rpymme aeteit ¢ CI'M cpeanee comep-
xkaHue NR2-nentumos cocraBuio 0,583 + 0,320 Hr/mu.
B rpynme nmereit ¢ CTUMT conepxanue NR2-nentumon
cocraBmwio 0,384 + 0,147 ur/mu. Comepxanue AMPAL
nenrtunoB B rpynme CI'M (1,49 + 0,19 ur/mn) B 3 pasa
MPEBBIIIAJIO UX 3HAYEHUS B KOHTPOJIbHOUW rpymme [17]
(< 0,4 ur/mi; p < 0,01) 1 B 2 pa3a IIpeBBIIIATIO TAKOBOE
y aereit ¢ CTUMT (0,72 £ 0,24 ur/mu; p < 0,05).
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Puc. 6. Conepxanue aAT k NR2-cyorenunuiie NMDA-pelienTopoB riiyramara B cbiBOpoTKe KpoBu jaeteii ¢ CI'M (a) u CTUMT (6).
Fig. 6. The content of autoantibodies to the NR2 subunit of NMDA glutamate receptors in the blood serum in children with SGM (a)

and moderate TBI (b).
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Puc. 7. ConepsxaHue MpoayKTOB AeTpagaliy TIyTaMaTHBIX PELeNTOPOB B TIa3Me KpoBU B 1—2-ii neHb y geteit ¢ CI'M.

a — NR2-nentunet; 6 — AMPAI-nenTuns!.

Fig. 7. The content of degradation products of glutamate receptors in blood plasma on 1#—2" day in children with brain concussion.

a — NR2 peptides; b — AMPALI peptides.

Conepxanue NR2- u AMPA-nenTtuaos B 1-i1 AeHb MO~
ciae UYMT y mereit ¢ CI'M mpencraBiieHO Ha puc. 7.

Oo0cyxaeHue

OrnpeneneHyue TMPOrHOCTUYECKU 3HAYMMBIX OMOMap-
KEPOB MOBPEXKICHUS U PEreHEepallii HEPBHOM TKAHU SIB-
JIIETCH OJTHOW M3 aKTYaJIbHBIX 3a/1a4 COBPEMEHHOU Heu-
pobuoiornu. AHajanu3 MeXaHU3MOB IOCTTPaBMAaTUYECKO-
ro mospexaeHuss mo3ra npu UYMT paznuuHoil TsSKecTH
TIPOIOJIKAET OCTaBaThCS aKTyaJIbHOM 3amadyeii COBpeMeH-
HOU 1epedbpoBacKyasipHoi marosnoruu [23, 24]. Ocobyio
3HAYUMOCTb TIPHUOOpPETaeT BCECTOPOHHEE MCCleI0BaHue
natoreHe3a JIUMT u CI'M y neteit, Ijis KOTOPBIX BaXKHO
KaK MOXHO paHBIIIe OIICHUTh CTEIICHb ITOBPEKICHUS MO3-
ra v co3faTh MPOrHO3 BO3MOXKHbBIX ocjioxkHeHui. JIYMT,
KOrJa-To CYMTaBLIasics OT0OpOKayeCTBEHHOM (opmoii
TaTOJIOTWH, TEIeph CBSI3bIBACTCS C PSAOM ad(EeKTUBHBIX
CHMIITOMOB, CKJIOHHOCTBIO K CYMIIMIY, a TaKXKe C YXYI-
IIEHWEM WJIM TIOSIBIICHWEM psSfa HOBBIX ITCHUXWYECKUX
pacCTPOMCTB, BKIIOYAsl MOCTTPABMAaTUYECKOE CTPECCOBOE
PACCTPOICTBO M TSKENOE NETIPECCUBHOE COCTOSTHIE OOJTh-
HbIX. OTpenesIicHNIO 3HAYMMOCTH pa3IMIHBIX HeiipoMap-
KEpOB INIMU U HeiipoHOB B naroreHeze YMT mocssiieHo
HECKOJbKO 0030poB [11, 25—-27].

OCHOBBIBasICh Ha HAIIIMX TIPEIBIIYIINX MCCICTOBAHMSIX
JTUHAMWKI OCHOBHBIX OMOMAapKepOB ITOBPEXKICHUS MO3Tra
nocae Tsokeénoir YMT [28, 29], a TakKke Ha COBpeMEHHBIX
TPEACTaBICHUSIX O POJIM MOCTTPABMATUICCKON TUIIOKCUN
MO3Ta B ITOBPEXKICHUHU IICHTPATbHON HEPBHOM CHUCTEMBI
[30, 31], B maHHO#1 pa®oTe MbI MPOBOAUIN KOJIUYECTBEH-
HBII aHAJIM3 U3MEHEHUI IIMPOKOro CIEKTpa Herpomap-
képoB y nmereit ¢ JIUMT (CI'M) — S100b 6enka, GFAP,
all-cnektpuna, NO, NT, aAT k GluRc u nponykros
nerpagauun N-koHueBoit yactu GluRc — NR2 u AMPA
(GluR1) menTuaoB B TmepBbie THU TOCe TpaBMbI. Taxoit
KOMIUIEKC TToKa3aTejiei TTO3BOJISIeT OLCHUTh THITOKCHYC-
CKMe HapylleHus U HeiipoBocnaneHue [32].

Hamu ycraHoBneHo, yto yxe B 1-i1 geHb nocie YMT
y 57% nereit ¢ CI'M HaGuionaeTcs yBeIM4eHUe CopepKa-
Hust 6enika S100b uy 25% — GFAP. Benok S100b, yyacT-

Bysl B (pOCHOPUINPOBAHUU APYTUX OEJIKOB U B Nepenaye
CUTHAJIOB B MO3re, 00ecIieunBaeT TeM CaMbIM IJIacTHYEC-
ckue mporiecchl. [ToaToMy yBennueHHe KOHIICHTpAIlMU
6enka S100b B kpoBu y yactu aeteit ¢ CI'M MoxXeT MMeThb
HE TOJIbKO OTPUIIATeIbHOE, HO W IIO3UTHUBHOE 3HAaYe-
HHUe, CBsI3aHHOE ¢ HeilpoTpoduueckoit GpyHKIMer 3Toro
6enka [33]. ABassace 6onee cnenudUIESCKUM MapKepoM
rManbHbeIX KieTok, GFAP B Oonblieil creneHu, yem
S100b, oTpaxaeT HelipoBocnajieHue B Mo3re. CpaBHeHHE
¢ usmeHeHusmu coaepxanuss GFAP B cbhiBopoTke Kpo-
BU nereit uepes 24 4 mocie YMT [13] nokasano, uyro 25%
obcnenoBaHHBIX Hamu aeteit ¢ CI'M uMenn ToBBIIIEHUE
koHueHTpauuu GFAP, cooTBeTcTBYyIOIIIEE TTOBPEKACHU -
saM, BeIisgBIIeHHBIM Tipu KT romoBHOro mosra. Comepxka-
Hue oll-criektpuHa qumb y 2 nereit ¢ CI'M okazanock
Ha BEpXHEH rpaHUIe HOPMBI, B TO BpeMsi Kak y 17% neteit
¢ CTUMT KoHIIeHTpalluu 3TOro OejKa yBEJIUYUIUCH.
OtcyTcTBUE TMOBBIIEHUs coaepxaHus oll-cmekTpuHa
B KpOBM TIpakTUuecku y Bcex aeteit ¢ CI'M MoxeT yka-
3bIBaTh HA OTCYTCTBUE IMOBPEXKICHUI LIUTOCKEIETa KOP-
KOBBIX HelipoHoB 1pu CI'M [22].

Haubonbimme wn3MeHEHUs] BBISIBIICHBI HaMU CpeId
MapKepoB, YKa3bIBAIOIIMX Ha THUIIOKCHUIO MO3Ta JeTeit
¢ CI'M. YcraHoBIIeHO Takke, UYTO yXe B 1-i J1eHb mocie
YUMT y neteit ¢ CI'M umeroTcst Npu3HaAKW HUTPO3aTUBHO-
ro crpecca — nosbienue conepxanusg NO/NO, y 49%
neTel U MpoAayKTa MOIUGbUKAIIUU aMUHOKUCIOT U OETKOB
3-Hutpotupo3uHa y 25% OGoabHbIX. Haaumuue rumoxcuu
y neteii ¢ CI'M moaTBep:KaaeTcs TMOBBIIIEHHBIM COlepKa-
HueM aAT k NMDA (NR2) k petientopam rimyramara [15].
IMpuuém y nereit ¢ CI'M ypoBenb aAT k NMDA GluRc
ObUI B 2,5 pasa Bbilie, yeM y 60sibHbIX ¢ CTUMT. V ge-
Tell ¢ pa3IuuHbIMU UcxogaMu Tsekenoil YMT ObL10 moka-
3aHO, 4To Oosiee BbicOKUit ypoBeHb aAT Kk NMDA (NR2)
GluRc B 1-#1 nenp nocine YMT onpenenseT 0Jaronpusit-
HbII Ucxod TpaBMbI Mo3ra [34]. 3acayXuBalolMM BHUMA-
HUS U JaJbHEUIIMX UCCIIEIOBAHUIA SIBJISIETCS OOHAPYXKEH-
HbIIl HaMU (aKT OTCYTCTBUSI Y 89% OGOJbHBIX ITPU3HAKOB
MMOBpeXIeHUsT 3TuX perentopoB mmpu CI'M — otcyrcT-
BHE TIOBBIIICHUS B KPOBU MEeNTUAOB N-KOHIIEBOIl 4acTH
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NMDA GluRc-NR2-ntenrtrmoB. DT 1aHHBIE MTO3BOJIUIA
HaM TIPenIoIOXKUTh, YTO 3HAUNTENIbHOE yBennmueHue aAT
K NMDA (NR2) GluRc B 1-i1 genp nocie CI'M moxker
obecrieurBaTh KOMIIEHCATOPHOE MOIABJIeHNE aKTUBHOCTHU
NMDA (NR2) GluRc BcneacTBre Ux 0JIOKambl W MPEIo-
TBpAICHUS Pa3BUTHSI ITATOJIOTUTIECKOTO KacKama IMTOBpPeK-
JNEHUIT MO3ra, XapaKTepHBbIX /IS UHCYJIbTOB.

PasButue Metona onpeaeneHus nenTuaoB N-KOHIIEBOI
yact GluRc 1 nokaam3annm 3TuX pelenTopoB B MO3Te
nokasaino, yto NMDA-peuenTopsl JOKaJIM30BaHbI MPeu-
MYIIECTBEHHO B HelipoHaX, O6J1M3KO0 PacIoI0XKEeHHbBIX K Ka-
nuiasgpamM roiaoBHoro mosra. Ilpu atom AMPA-penen-
TOPHI JIOKATU3YIOTCS TIPEUMYIIECTBEHHO B aKCOHATBHBIX
cTpyKtypax [35]. AHanu3 u3dMeHeHuil comepxkaHusi aAT
K AMPA GluRc u nentunoB N-koHieBoi yactu AMPA
GluRc noka3zain, yto y aeteit ¢ CI'M 1npu oTCYTCTBUHU yBe-
JMIeHUs comepxkaHust aAT K 3TOMy THUITy pPelenTOpOB
HaOJIfomaeTcss BBIPAXKEHHOE YBEJIWYCHHE TPOAYKTOB WX
nerpagaunu — AMPA-nenTuaoB, 4To yKa3bIiBaeT Ha MpU-
3HAaKM aKCOHAJIbHOTO TMoBpexaeHUs. [lomydyeHHbIe HaMu
TAaHHBIE XOPOIIIO COTIACYIOTCS C UCCIeI0BAaHNEM, B KOTO-
POM BBISIBIICHO TIOBBIIICHNE YKA3aHHBIX BHIIIC TEIITHIOB
y cioptcMmeHoB ¢ CI'M [17].

OnpeneneHue IMHAMUKHI pa3INnYHbIX MApKEPOB y AeTeit
mpu YMT paznuanoii Tsokectr 1 mocneactsuit YMT (cob-
CTBEHHBIC WCCICOOBAHMS), a TaKKe OOOOIIEHUE HaHHBIX
JINTEpaTyphl TIOATBEPAVIIM, YTO B ITaTOTeHE3 ITOCTTpaBMa-
TUYECKOTo repuoa rospexaeHust Mosra mpu YMT mo6oii
TSDKECTH, BKITIOYAs COTPSICEHMSI TOJIOBHOTO MO3Ta, OMHOBPE-
MEHHO BKJTIOUAIOTCS ABa MPOTUBOITOIOKHO HATIPABICHHBIX
Mpoliecca — JereHePaTUBHO-IECTPYKTUBHBIN W pereHepa-
TUBHO-pEINapaTUBHbBINA. DTU MPOLIECCHI SIBISIOTCS CICICT-
BHEM KaK MTOBPEXICHUI, TaK M pa3BUTHSI KOMIICHCATOPHO-
MIPUCTIOCOOMTENTBHBIX peaKIINii pacTylnero oprannima. OHI
TMIOAYMHSTIOTCS TIPUHIUITY IUKJINYHOCTA W PeaM3yIoTCs
C MOCTOSIHHBIM WJIU MePEMEHHBIM TTpeodIafaHeM OTHOTO
U3 HUX. IMEHHO 3TO OOCTOSITEIbCTBO BO MHOIOM OIpee-
JISIET HAJTMIME WIA OTCYTCTBUE TEX VUIM WHBIX KIIMHIIECKIX
MPOSIBIEHUI Y OOJIbHBIX JIeTeil, 0COOEHHO B OTHAJIEHHOM
nepuone. ['Mmokcuyeckoe M MIIEMUYECKOE TOBPEXACHUE
MO3Ta, BOCHIAJINTEIbHBIN MPOLIeCC B TKAHU MO3Ta, a TaKKe
aKTUBALINSI UMMYHHBIX 1 ayTOUMMYHHBIX PeaKIIUiA SIBIISIIOT-
cs HanOoJlee 3HAUNMMBIMU (DAKTOPaMM, COMPOBOKIAIOIIIM-
MU NOCTTpaBMaTUYECKUE OCIOXKHEHUS y JeTei Mpu JII0OOoM
msokectt YMT, Bxmouas JIUMT [30, 36, 39]. ITockoabKy
TJTyTaMaT SIBJISIETCST CaMbIM PaCIIpOCTPAaHEHHBIM HepoMe-
IATOPOM, TO TOBBIIIEHHOE €ro BBIACJICHHE B MO3Te TIpa-
KTMYEeCKU Bcerna 3Hauyumo, HaunHast or CI'M u JIYMT,
KoHyas TsekéabiMu UMT. MMeHHO mo3TOMY MBI CUMTAEM,
YTO TJIyTaMaTHAasl HEMPOTOKCUYHOCTD IPU TUTTOKCUIECKOM
MOBPEXKIECHUN MO3Tra, Pa3BUTHE BOCITAJIUTEIBHOTO IIPO-
1ecca B TKAHM MO3ra M aKkTUMBalMSl MMMYHHBIX U ayTOUM-
MYHHBIX pPeaKiInii, MPOTeKAIOIINX Ha TTOBHIIIICHHOM (hOHE
CBODOOIHO paIvKaIbHBIX COSTUHEHUI NO/Oz‘/Noz, ABJIA-
FOTCSI HEOThEMJIEMOI YaCThIO TUIIOBOTO IMATOJIOTUYECKOTO
npoiiecca, KOTophlii (popmupyercs y 60abHbIX ipu UMT
pazmuuHoii Tskecty [40]. TIpy 5TOM TUIIOBOIT MAaTOJIOTH-
YeCKUU Mpoliecc UMeeT MUKIMIeCKuil xapakrep. OH Tak-

JKe BKITIOUYACT PeryIITOPHBIC IIMKIIBI OKCHIA a30Ta U CyIIe-
pOKCHIa, KOTOPbIe He TIO3BOJISIIOT CBOOOTHOPATNKATLHBIM
COCMMHEHUSIM BBIXOIUTH 32 (DU3MOJOTUYECKME TTPEIeIIbl
[42, 43]. BeisiBIeHHOE HaMU yBeIMYEHNE B KPOBU COIEpKa-
HUsI HUTpOTHUpOo3uHa U 6enka GFAP y 25% neteit ¢ CT'M
MOTYT OBITh TEMU CAMBIMM TTPU3HAKAMU HEMPOBOCIIATICHUSI,
TIPUBOIAIIMMU K OTHAIIEHHBIM HETaTUBHBIM ITOCIICACTBH-
am. Obpasosanue auokcuaa asora (NO,), OH-panukanos
1 TIEPOKCUHUTPUTA BCJEACTBUE IMOBBILIEHUS KOHIIEHTpa-
1 NO Takske SIBISTIoTCs (paKTopamMu OBPEKICHUS HeHa-
CBIIIEHHBIX JXUPHBIX KUCJIOT U OEJIKOB, BXOISIINX B COCTaB
MeMOpaHHBIX CTPYKTYP reMaTodH1edaTnIecKoro dapbepa.
He ocratotes B cropoHe u npyrue hbu3nonoruyecky akTuB-
HBIE M HU3KOMOJICKYJISIDHBIC BEIEeCTBA, ITOCKOJBKY YKa-
3aHHBIE BbIIIE CBOOOJHOPAANKAIbHBIE COCTUHEHUS a30Ta
1 KMCJIOPOA SIBIISIIOTCST BeChMa arpeCCUBHBIMU CyOCTaHIIM-
SIMU, CITOCOOHBIMU OKHCIIATh U TTOBPEXAATh MPAaKTUUECKI
BCE KOMITOHEHTBI KJIETOK M CYOKJIETOYHBIX CTPYKTYP.

B 1o xe Bpems NO mpu yMepeHHOM ITOBBIIICHUU
BO BpeMsI TUIMOKCHUM, KaK OBLUIO YCTAaHOBJICHO HaMH
B DKCMEPUMEHTaX Ha XWBOTHBIX, CIIOCOOEH OBICTPO TT0-
Buiiath ypoBeHb aAT Kk GluRc cpasy nocie UMT [41].
MMeHHO 3TH HCCIIeIOBaHMS ITO3BOJIUIM HaM CBSI3aTh
panHee noBbimeHne NO u aAT Kk NM DA GluRc ¢ pa3Bu-
THEM 3alIIUTHOTO KOMITEHCATOPHO-MPUCIIOCOOUTEIBHOTO
MmexaHnuszMa 1pu JIUMT u npu 61aronpusiTHBIX UCXO0IaX
Tskénoit YMT.

3aki1oueHue

YcraHoBieHo, yTo yxe B 1—2-it peHb nociae JIUMT
Yy 4acTU JIeTei B KPOBU IOBBILIAETCI COMAEPXKAHUE HEM-
pPOMapKepoOB, UMEIOIINX OTHOIIICHUE K TUITIOKCUN Y UHU-
YAl HeMPOBOCTIAJIMTEIBHOTO TIpoliecca (yBeJIndeHre
GFAP, NO, NT, nentuaoB — OpoOAYyKTOB Aerpaialiiu
rnytamaTHeix  AMPAI1-penenTopoB). OmgHOBpeMeHHO
C IeTeHepaTUBHBIMU IIpolieccaMi (DOPMUPYIOTCS KOM-
TeHCAaTOPHbIE peakIMK, HallpaBJIEeHHbIE Ha 3alIUTy KJie-
TOK Mo3ra (ymMepeHHoe ToBeieHue S100b 6enka u yBe-
muuenue aAT k NMDA(NR2)-penientopam rmiyramara).
COOTHOIIIEHUE 3TUX ABYX IPOLIECCOB MOXET OMPEeIsITh
OTCYTCTBME WM HaJWuue OTHAJIEHHBIX TOCIEACTBUI
JIUMT vy nmereii.
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Pesiome

Beenenne. TpaHcrulaHTalusl TEYeHU SIBISIETCS €MWHCTBEHHBIM METONOM OKa3zaHWs TIOMOIIW TpU pa3BUTtuu (Gpuodpo-
3a/1uppo3a nedyeHu. Linromeranosupyc (LIMB) — Hanbosiee 4acTo BCTpEeUaOIIMIiCS BUPYC, KOTOPBIN BIUSIET HA UCXOLI
TPaHCIUIAHTAIlMU MTEYEHU, MOXET MPUBOAUTH KaK K MOTepe TPAHCIUIAHTATa, TaK U K cMepTu peuunueHTa. Leab paboTsl —
OIpENeUTh YacTOTY, IPUUMHBI Pa3BUTUSI U BapuaHThbl TeueHus: LIMB-undexumuu (LLMBW) y nereit ¢ oproTonuyeckoi
TpaHcruianTauuei cermeHTa rnedeHu (TCIT) B paHHeM U MO3AHEM MocIeonepalMoHHOM neproaax U 3(p(HeKTUBHOCTb KOM-
ieKca mpo@UIaKTUIeCKUX U TeparneBTUYeCKUX Mep KOHTPOJISI.

Marepuaibl 1 MeToabl. [IpoBenéH aHaIN3 YaCcTOTHI, TPUIMH 1 ocobeHHocTel TeueHust IMBU y 43 neteit mocne TCII.
PesymbraTthl. HocutennctBo LIMB B moomnepaniioHHOM Tieprofie BBISIBIICHO Y 14 GONBHBIX, peITUKAINS BUpyca B KPOBU
Y HUX OTCYTCTBOBaJIa, U, COOTBETCTBEHHO, ClelMabHas TeparneBThyeckas MOJAroTOBKAa K OMepaluy ¢ UCMOJb30BaHUEM
MPOTUBOBUPYCHBIX MPENapaToB He MPOBOAMIACK, 29 NeTeil — MOTeHUMATbHBIX PELIMITUEHTOB MeueHu — umenu LIMBU
JI0 MOMEHTA MPOBEIeHNsT ONepalliy U MOTy4yaiy JIEKapCTBEHHbIN MpenapaT raHIMKIOBUD B JIeYeOHOI 103€ 10 MOTyYeHUs
2 orpunareabHbIX pe3ynbTaTtoB [T1IP kpoBu (MccienoBaHMe BBHITTOMHSIOCH C MHTEpBaaoM B 10 qHeli) BO BpeMsl OATOTOBKHU
K OTIepaTUBHOMY BMEIIATeIbCTBY. B mocieonepaimonHoM epuone B pazubie cpoku LIMBU 3apeructpupoBana y 39 nereii:
y 25 — B Buzie 6ecCUMIITOMHOI BUpeMuu, y 5 — B Bune LIMB-cunapoma, y 9 passuBasiacs LM B-6051e3Hb.

3akmouenue. [Tocie TCII y nereit LIMBUW moxeT pa3suthes npaktndecku B 100% cirydasix, B paHHEM U ITO3THEM ITOCT-
TpaHCIUIAaHTaUMOHHBIX nepuonax. LIMBW moxeT ObITh KOHTPOJIMPYEMOI MPU MPUMEHEHUU TMOKUX CXeM MeIUKaMEH-
TO3HO! MPOdUIAKTUKN/Tepanuy B COYETAaHUU C JJAOOPATOPHBIM MOHUTOPUHIOM aKTMBHOCTU MH(MEKIIMOHHOTO MpOoLeC-
ca (meton [1L[P), mpu ycnoBuu MaKCMMalbHON KOMITJITAEHTHOCTU OOJIBHBIX K TEPANUU, UX AMHAMUYECKOMY HAOTIOAEHUIO
¥ TIIATEJIbHOTO KOHTPOJISI CO CTOPOHBI Bpaueli-CIeI[MaCTOB PA3HOTO TPOGUIIS.
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Tamara V. Belousova, Anna B. Nikulina, Svetlana A. Loskutova, Ivan A. Porshennikov

Features of the course and control of cytomegalovirus infection in children with orthotopic liver
segment transplantation

Novosibirsk State Medical University, Novosibirsk, Russian Federation

Summary

Introduction. Liver transplantation is the only treatment option for liver fibrosis/cirrhosis. Cytomegalovirus (CMYV) is the
most common virus affecting liver transplant outcome and can lead to both graft loss and recipient death. Objective. To assess
the incidence, causes, and course of CMYV infection in children undergoing orthotopic liver transplantation in the early and
late postoperative periods and the effectiveness of a combination of preventive and therapeutic measures for its control in
a regional setting.

Materials and methods. An analysis of the incidence, causes, and course of CMYV infection was conducted in 43 pediatric
patients undergoing liver transplantation.

Results. Preoperative CMV carriage was detected in 14 patients. These patients had no viral replication in the blood and,
therefore, no special therapeutic preparation with antiviral drugs was performed prior to surgery. Twenty-nine potential liver
transplant recipients had CMYV infection prior to surgery and received ganciclovir at a therapeutic dose until two negative blood
PCR results were obtained (tests were performed 10 days apart) during preparation for surgery. Postoperatively, CMV infection
was detected at various times in 39 children: asymptomatic viremia in 25, CMV syndrome in 5, and CMV disease in 9.
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Conclusion. Following liver transplantation, CMYV infection can develop in almost 100% of children, both early and late
post-transplant. CMV infection can be controlled with flexible drug prophylaxis/therapy regimens combined with laboratory
monitoring of infection activity (PCR), provided patients are maximally compliant with therapy, undergo dynamic monitoring,
and are closely supervised by various medical specialists.

Keywords: orthotopic liver segment transplantation in children; cytomegalovirus; ganciclovir; valganciclovir; immunosuppression
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Beenenue

B nmocnennue 20 neT B MUPOBOI MPAKTUKE TPAHCIUIAH-
Talysl TIEYEHU SIBJISICTCS] €IMHCTBEHHBIM METOJIOM OKa3a-
HUS TIOMOIIM MPYW pa3BUTHU (HOpo3a/IMppo3a MeYeHN!.
Cpenun UMHMEKUMOHHBIX 3a00JIeBaHUI, BO3HMKAIOIINUX
mocJie TpaHCIUIAHTAllUM OPraHOB, 0co0asi poJb MPUHAMI-
JIEKUT BUPYCHBIM WHGEKIIMSM, UTO CBSI3aHO B TIEPBYIO
odepeab ¢ MMEIOIIEiCS Y TTallueHTOB JICKApCTBEHHOM M-
MyHocynpeccueit [1, 2]. Ha nomo nuutoMeraaioBupycHoOM
(IMB) wndexknuu (IIMBW) npuxonurcs no 80% Bcex
c/lydyaeB BUPYCHBIX UH(EKIUiA, 1, cOOTBeTCTBeHHO, [IMB
SIBJISIETCSI OMHUM 13 HauOoJiee YaCTO BCTPEUAIOIIMXCS BU-
PYCOB, KOTOPBIH BIMSET Ha MCXO TPAaHCIUIAHTALIMY TIeUe-
HH ¥ MOXET IIPUBOIUTH KaK K ITOTEePe TPaHCIJIAaHTATa, TaK
" K cMepTH peunnverTa [2, 3]. IMB crioco6eH BbI3bIBaTh
MH(MEKIIMOHHBIN TIpoliece B Pa3IMUHBIX CUCTEMaX Opra-
HU3Ma, 4YTO 0OYCJIOBJIEHO TPOMHOCTHIO BUPYCA K SIMTUTEIU -
aJIbHBIM KJIETKaM CJIIOHHBIX XKeJ€3, KeTUHbIX MyTei, SH-
JIOTeINS CoCcynoB, ¢pudpobdaacTam, KjieTkaM LIEHTpaJIbHOMU
HEPBHOI CUCTEMBbI, B YACTHOCTU acTPOLIMTAM, HEMPOHaM,
HEUPOITINM, a TaKKe K Pa3IMYHBIM NMMYHOKOMIIETCH-
THBIM KJIETKAM: MOHOILIUTaM, JTMM@OIIUTAM, JeHIPUTHBIM
kietkaMm [4]. Pazsutue LIMBMU y nanrieHTOB nociie TpaHc-
IJIAHTALUKM COJIMAHBIX OPraHOB BO3MOXHO, B TOM YMCJIe
BCJICZCTBHE TTEPBUYHOIO UX 3apakeHUs Yepe3 TpaHCILIaH-
TUpyeMble opraHsbl [1, 5, 6]. B 10l cBs131 Hanbosee Baxk-
HBIMU (pakTOopamu pucka pa3sutust LIMBUW nocne TpaHc-
TUTAHTAIIMM OPTAHOB SIBJISIIOTCSI COOTHOIIICHUE CEPOJIOTH-
YECKOTO CTaTyca JOHOpa, PEIUITUEeHTa U BBIPAXKEHHOCTh
UMMyHocyrnpeccuu nauuenta [4, 7, 8]. Ilostomy cuuTta-
eTcs LieJIeco00pa3HbIM MTPOBEACHME TECTUPOBAHUS ITOTEH-
LUaJIbHBIX JOHOPOB Ha Mapkepbl IIMBU c uenbio oT160-
pa LIMB-cepoHeraTUBHBIX Y CHUXXKEHUSI PUCKA Pa3BUTHUS
MHOEKIINN Y PEeUMITMEHTOB TpaHCIUIAaHTaTOB. [IpuHSTO
TaKKe CUMTaTh, YTO IS UCKITIOUEHUST PUCKA TeMOTpaHC-
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(y3MOHHOI TIepeaayn BHUPYCOB B IEPUOI «CEPOJIOTHYC-
CKOTO OKHa» y NOHOpa LeJecooOpa3HO ONHOBPEMEHHOE
BBIITOJIHEHUE TaKuX MeTonoB auarHoctuku IIMBU, kak
moauMepasHas ternHas peakius (ITL[P) m ummyHOodep-
MeHTHBIN ananmu3 (MDA) [2, 7].

Bwmecte ¢ Tem B Poccuu 10 HacTosiero BpeMeHu OT-
CYTCTBYIOT OOIICIIPUHSTHIC TTOAXOAbI K IpOo(UIaKTUKE
u neyeHuto [IMBU y nalimeHTOB 1ociie TpaHCIUIaHTaLU,
M, COOTBETCTBEHHO, Kaxkaasi MeAUILIMHCKAs OpraHu3aLus
BBIOMpaAeT COOCTBEHHYIO TAKTMKY IO €€ MpoduIaKTuKe
1 JaJTbHEHIIeMy MEIUIIMHCKOMY COIIPOBOXICHUIO TaKOM
KaTeropuu manueHToB [1, 6]. M3BecTHO, YTO HaMMEHb-
mue rnmokasatenu peuuauupoBanusi LIMBU nocturaror-
¢Sl B MEOUIIMHCKUX LIEHTPaX, KOTOPbIC TIPUICPXKUBAIOTCS
3 OCHOBHBIX MTPUHIIUIIOB: UHTEHCUBHOCTH MPOMUIAKTUKYI
TOJKHA OBITH TEM BBIIIIE, YeM BBIIIE CTEIEHb MEIMKAMEH -
TO3HOU UMMYHOCYIIPECCHU; PO UIaKTHUKA TOKHA OBITh
Hayata a0 peaktuBauuu LIMB; nns npenorBpalueHust
BO300HOBJIEHMST MHGMEKIIMU NTpoduIaKTUKa AOJKHA TTPO-
TOJKAaThCsl HE MEHee 3 MeC TOCJe 3aBepIIeHUs Teparuu
aktuBHoro snu3ona LIMBU [1]. Ham ueHtp npuaepxu-
BaeTCsl UMEHHO TaKOi TaKTUKU.

Ieap paboTbl — ompeneauTh YacTOTy, MPUUUHBI pa3-
BUTUSL U BapuaHThl TeueHuss IMBW y neteit ¢ opToTo-
nuyeckoil TpaHcraHTauueir cermeHta nedeHu (TCIT)
B pPaHHEM WU IIO3IHEM IIOCICONEePALIMOHHBIX TepHOaaxX
1 3G HEKTUBHOCTD MIPUHSITOTO KOMILIEKCA TTPOMIIAKTH -
YeCKUX U TeparneBTUYECKUX MEP KOHTPOJIS.

Marepuasbl U METOIbI

IIpoBenéH mpo- U pPeTPOCHEeKTUBHBINA aHAJIU3 YacTO-
TBI, TIPUYMH BO3HMKHOBEHUS M OCOOCHHOCTECH TECUCHMSI
LIMBMW vy 43 neteii ¢ oprotonuueckoit TCI1. O6mumii me-
pUOJI KaTaMHECTUYECKOrOo HAOM0aeHUs cocTaBui 11 Jer.
HccaenoBanne omo6peHO HE3aBUCUMBIM JIOKATbHBIM 3TH-
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OPUTMHAJIbHAA CTATbA

YeCKMM KOMHUTETOM. Pomurtenm meTeit manm MMCbMEHHOE
JN00OpPOBOJIbHOE MH(MOPMUPOBAHHOE COTJIacue Ha ydacTue
B HMCCJIEJOBaHUU.

Ha momenT npoBenenust TCIT cpenHuii Bo3pacT ne-
teit 1o 1 roma xu3Hu cocraBui 6,8 mec (3,9—11 mec),
B cTapiileil Bo3pacTHoii rpynmne — 11,9 roga (2—15 ner).
TpaHcmiaHTalMs: OT POACTBEHHOIO AOHOpPA BBINTOJIHEHA
37 netsM, KagaBepHast — 4 00JIbHBIM, OTHOMY U3 KOTOPBIX
MeTomoM split-TpaHCIDIAaHTALIUH, 2 TETSIM BBITIOJTHEH KOM-
TUIEKC — TPaHCIUIAHTAIUS «TTeYeHb + MoYKa». 3a yKa3aH-
HBII epuoa BpeMEHU B Halllel KJIMHUKE Oblla MpoBecHa
1 perpaHcruiaHTauus (4epe3 2 Mec OT MOMEHTa MpoBee-
HUS TIEpBOl OIlepaln) CETMEHTA MEYCHN OT POACTBEH-
HOTO JOoHOpa 6oJbHOMY ¢ OunuapHoi atpesueit. [ToBo-
JoM aias nepBudHoro BeinmonHeHuss TCII y Bcex meteid
cran ¢huobpo3/uuppo3 mnedyeHu: B 21 cayyae — B McxXofe
oumapHoii aTpe3un, B 3 — detanpHoro LIMB-remaTura,
B 4 — 60ne3Hu Kaponau, B 4 —KpUIITOreHHOTO LMpPpO3a,
B 2 — MEPBUYHO-CKJIEPO3UPYIOLIETO XOJAHTUTA, B 2 —
MOJMKMCTO3HOM 00JIE3HU MOYEK C BPOXKIEHHBIM (UOPO-
30M MEYECHHU, MO | CiIlydyaro — BCIIEICTBHE aJIbBEOKOKKO3a
MeYeHU, OCTPOro (byTbMUHAHTHOTO TeIaTUuTa HEYTOUHEH-
Hol aTtuosioruu, cuHapoMa Kpurnepa—Haiisipa I1 tuna,
cunapoma Kpurnepa—Haiisgpa I Tuna, remato61acToMbl,
TIPOTPECCUPYIONIETO CEMEIHOTO0  BHYTPUIICYEHOUHOTO
xoJiecta3a Il Tuna u ayroummyHHoro renatuta Il Tuma.
Y 3 GoJIbHBIX HACTYMUWJ JieTadbHbI ucxon (2 ciaydass —
B TeueHue 1 roga mocie TCII, 1 — yepe3 1,5 rona). [Toka-
3aresb JeTaTbHOCTUA COCTaBWII 6,9%, 5-NeTHSIST BBIXKUBae-
MOCTB nauueHToB 93,1%.

XapakTepu3sysi CTeleHb BBIPaXXEHHOCTU WMMYHOCY-
Mpeccuy HalIUuX TMallMeHTOB, HEOOXOAMMO OTMETUTD,
YTO B TOCJICONIEPAIITMOHHOM IIEPHOIAE BCEM PEIIUIHCH-
TaM CerMEHTa TeUYeH! OblJla MHUIIMMPOBAHA CTaHZapTHAST
WHAYKIMOHHAs UMMYHOCyNpeccusl 06a3ninKcuMadoM
U METWINIPEIHM30JOHOM, Aajiee MPOBOAMIACH Oa3ucHas
MMMYHOCYIIPECCUBHASI Tepalus B 1-i Tom Tocjie BHITION-
HEHHOI oTteparu y 6 60JIbHBIX — 3-KOMITOHEHTHO (TaK-
poaumMyc + TIpeaAHU30J0H + MUKopeHoJaTaModeTn),
y 37 GONBbHBIX — 2-KOMITOHEHTHOM (TaKpoaumyc + mpea-
HU30JI0H); fajiee 36 maluKreHTOB ObLIM IepeBeAeHbl Ha MO-
HOTEpaImio TaAKPOJIMMYCOM, a 7 — Ha 2-KOMITOHCHTHYIO
(Takponumyc + mpeaHU30JIOH) Tepanuto. lleneBas KoH-
LIEHTpaLMs TaKPOJIMMYyca B TeUeHKME 6 MeC ITOCJIe BBIMOJI-
HenHoit TCII cocraBnsuia 6—8 Hr/mi, B 0oJjiee MO3IHKE
CpOKM, TIOA KOHTpOJIEM IoKa3aTejell TpaHCaMHMHa3 Tic-
YeHM, CHUXKAJIM 103y UMMYHOCYITPECCUBHBIX TIPernapaToB
JIO YPOBHSI KOHIIEHTPALIMU 5 HI/MJI.

Bo Bcex cayyasx no- M mocieornepaldoHHOro Hao-
JIIOEHUsI, B TOM UYKCJIE B paHHEM ITOCICOIePAlIMOHHOM
nepuoae (o 3 Mec HaOMOAEHUS) ST UASHTUDUKALUU
Haauuust LIMB ucnons3oBanu metox TP, a ninsa xapak-
TEPUCTUKU UMMYHHOrO oTBeta Ha LIIMBU — meroq MDA
¢ ompenecHNEeM YpoBHS aHTUTeN Kitacca IgG, nx aBumHO-
ctu 1 ypoBHs IgM. Matepuanom pist ITHP cnyxunu coi-
BOpPOTKa KPOBU, MOUa, CJIIOHA.

B xauectBe koHTposst 3a IIMBU y GoJibHBIX C TpaHC-
IUTAHTUPOBAHHBIMK OpraHaMU B HaIllei KIIMHUKE TTPUHSITA

ciemyromas cxeMa o0CIIeJOBaHUS U JICUCHUS: TIPU paHee
BBIICICHHOM (10 MOMEHTA IIPOBEICHMS OTIepaIliy) TeHO-
Me LIMB, HauuHas ¢ 1-i Hegenn u 10 6 Mec Tocie onepa-
uuu, nposogutcs IN1IP-uccnenosanue k IIMB B xpoBu.
HMHuTepBan Mexay uccienoBaHUSIMU B paHHEM IOcCeorne-
pammoHHOM miepuone B 1-it mecsir mocie TCIT He mipe-
BBIIIIACT 7 OHEH, nanee — 1 pa3 B 2—4 Hell B 3aBUCUMOCTH
OT Hanmmuusi/otcyrcTBusi Bupemuu (+ pesynbrata [1L[P
Ha LIMB B xpoBn) u nasnee 1 pa3 B 3 Mec, a IO OTAETBHBIM
ITOKA3aHUsIM, HAIpUMEpP, TOCIIe BBEACHMSI PUTYKCHUMa-
6a, — 1 pa3 B Mecd1I B TeueHUe Toma. Hapsimy ¢ aTim B mipo-
Lie1ypy MEAULIMHCKOTO COMPOBOXAEHUS YXKe TpaHCIUIaH-
TUPOBAHHBIX MAalMEHTOB C 1-X CYTOK IOcCJieonepaluoH-
HOTO TIepHroja, BHE 3aBUCMMOCTA OT aHAMHECTHYECKUX
TAHHBIX 0 Hammunu/otrcyrctBuu LIMBU, B KauecTBe MHM-
1IMaJIbHOTO Mpernapara s e€ poduIaKTUKKY Ha3HAYaeTCst
TaHIIMKJIOBUP B 03¢ 5 MT/KT B CyTKH. [IpoTBOBHpYCHAS
Tepanusl raHUMKJIOBUPOM B CTaHIAPTHON Jie4eOHOM 03¢
10 MT/KT B CyTKM Ha3HavaeTcs BceM naureHTam rmocie TCIT
IIpY TIOCTYIUICHUHX B CTAIIMOHAP Y HAJTMIUK Y HUX TIPU3HA-
KOB MH(peKkIuroHHoro 3abojeBanus. Ha amOynatopHom
3Tare BKavyecTBe IIpeliapaTa BEIO0Opa NCITOIb30BaJIA BaJITaH-
LIMKJIOBUP B [103€, pacCUMTaHHOI 110 dhopmyiie A. Asberg',
a B cIyJae OTCYTCTBUS 3 deKTa OT BaJTaHIIMKIOBUpA, —
raHUMKJIOBUD B JieueOHOM 103e€.

PetnnuBom IIMBU y manmenToB mocie TCII B Ha-
LIel KJIMHUKEe NpUHSITO cuuTaTh BhisiBieHue JHK 1IMB
B KPOBHU CIYCTSI MeCSII M 00Jjice TTOCJe 3aBepIIeHUs Kyp-
ca MPOTUBOBUPYCHOI TepamuM, a B KauyeCcTBEe KPUTEPUS
nuarHoctuku LIMB-cuHapoMa y naluueHTOB € BUpe-
MHEHl — TIOSIBJICHHME B reMoTrpaMMe LIUTONeHUN (JIeiKo-
1/WIY HEWTPOTIEHNN), KOTAa HAOMI0AaeTCss yMEeHbIIIeHNe
yycia IeUKouuToB (1/unu Heirtpoduiaos) Ha 30% u GoJee
OT UCXOTHOTO YPOBHSI.

Ilocne kynupoBaHusi cUMITOMOB akTuBHOW LIMBW
IUTUTESTBHOCTh Kypca TMPOMWIAKTUKN PEIUANBA OIpele-
JISUTA WTHAVMBUAYAJIBHO B 3aBUCUMOCTHU OT YaCTOTBI PEIIUIM -
BUpoBaHusl, creneHu Tskectu LIMBU (6eccumnTomHoe
teueHue uiu LIMB-6o0se3Hb). B ciiyyae BbIsIBIeHUS peLiv-
IIBa BO30OHOBIISUIM TePAITNIO TAHIIMKIOBUPOM,/BaJITaHIIM -
KJIOBUPOM B JIEUeOHOI 03¢ C MOCICIYIOIMNM IIePeX0I0M
Ha TIPOUIAKTHUECKYIO cxeMy. Dh(MEKTUBHBIM KOHTPOJIb
3a IMBW cuurtanu npu otpuuartesbHoM pesynbrate [TLP
n3 3 cpen opraHm3Ma (CBIBOPOTKA KPOBHU, MOYA, CIIIOHA),
a Takke oTpulareTbHbIX maHHBIX MDA Ha IgM x LIMB.
JaHHO# KaTeropuy TALIMEHTOB TIOCJIC 3aBEpPIICHUST Kyp-
ca TaHUMKIIOBMpa cpa3y MPOBOMWIM CMEHY IIperapara
Ha BaJITaHIIUKJIOBHUP B IPO(PMIAKTUISCKOM T03¢€.

JMTeIbHOCTD NCITOIb30BAaHMST O0IIIEH CXeMBbI (TaHIINK-
JIOBUD/BAJITAHIIUKJIOBUP) TIPOMIIAKTUKN  COCTaBIIsLIa
He MeHee 200 mHei mocie TpaHCIUIaHTallMy OpraHa.

ODHUM M3 BaXXHBIX KOMIIOHEHTOB Teparuu [IMBU
y 6onpHBIX TTocse TCII gBnsieTcs CHUXKEHUE HO3BI UM-
MYHOCYIIPECCUBHBIX IpernapaToB (KOHIICHTpALUS Ta-

'Asberg A., Rollag H., Hartmann A. Valganciclovir for the prevention
and treatment of CMYV in solid organ transplant recipients. Exp. Opin.
Pharmacother. 2010; (11): 1159—66.
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KpoJiuMyca B CbIBOpOTKe). OHO MPOBOIMIOCH 10 HUXK-
Hell TpaHWIBI HOPMBI B 3aBUCUMOCTH OT CpPOKa IOCJe
ONEepaTUBHOTO BMeEIIATENIbCTBA, JIMOO MUKOMEHoIaTa
MOGETHI OTMEHSIIN.

Pe3yabTaTbl

Hocurenscteo LIMB B moomepalmoHHOM mnepuone
ObLI0 BhIsIBIEHO V 14 (32,5%) maiueHToB, peIuIMKaLus
BUpYCa B KPOBHU y HUX OTCYTCTBOBaJIa, T. €. F[EHOM BUpYcCa
OBLT OOHAPYXXEH B CIIFOHE W/WJIM MOYe, 4TO He TpeOOBaJIo
CIeMaJlbHON TeparneBTUYECKON ITOATOTOBKU K oOrepa-
LIMM C UCIIOJb30BaHUEM IPOTMBOBUPYCHBIX MpernapaToB,
a29 (67,5%) noTteHIMAIBHBIX PELUTTUEHTOB IMEYSHU UMe-
qu IIMBU no moMeHTa mpoBeaeHHUs orepaluyd U MoJy-
YaJIi TAaHLIMKJIOBUD B JIeYeOHOM M03€ M0 MOJYyYeHUS 2 OT-
puuareabHbix pedyiabratoB ITLP kpoBu (ucciemoBaHue
BBIMOJIHSIN C UHTepBasioM 10 JHel) BO BpeMst MOATOTOBKU
K OTIepaTMBHOMY BMEIIIATEILCTRY.

B mociecomepallmOHHOM TIepHole B pa3HBIE CpO-
ku LIMBU 3aperucrpuposana y 39 (90,7%) nmereii, mpu
atoM y 25 (64,1%) — B Buae 0eCCUMITOMHON BUPEMUU,
y 5(12,8%) — B Bune LIMB-cunapoma, y 9 (23,1%) pa3Bu-
Bastach LIMB-601e3Hb (Ta01M1a).

OTHOCHUTETLHO BpeMEHHU Da3BUTUS M BapuaHTa Te-
yenuss LIMBW BbIsiBiIeHBI cieaylolliMe OCOOEHHOCTU:
B 1-11 Mecsll rocJye ornepaluu Ha ¢poHe mpoduiakTuie-
CKOIl Teparuy raHuukKiIoBupoM y 18 (46,2%) manueH-
TOB OTMeyYayach OeccuMnToMHas Bupemus, y 5 (12,8%)
nuardHoctupoBaH LIMB-cunnpom. Ilpu atom y 1 manu-
€HTKMU T0CcJie peTPaHCIIIaHTallMU CErMEHTa MeYeHU, 00-
YCIOBIICHHOI, BEpOSITHO, TYMOPAJIbHBIM OTTOPKCHUEM,
M0 MOBOJY KOTOPOTO OHA MOoJjyyaja CeaHChl MIa3Mo00-
MeHa 1 pUTyKcuMaob, Ha (poHe TTpoDUIIaKTUIECKOM 035
raHiukiaoBsupa paspuiicss LIMB-cuHapom B Buae JiMxo-
paakuy ¢ MmaHUUTOIeHuel, cnycTsa 14 aHeil oT MOMeHTa
MPOBEACHUS PEeTPAHCIJIAHTALIMM TP Ha3HAYeHUM Jie-
4eOHOM J03bI TAHIIMKJIOBHPA ObLJIa JOCTUTHYTA TTOJIOXKM -
TeJbHasl TMHAMMKA.

Oco0Oyio rpynmy coctaBuiu mnanueHThl ¢ [IMB-60-
ne3nbto. Tak, y 2 (25%) u3 8 peuMIIMeHTOB OHa IIPOsi-
BUJach B 1-i Mecsll mocjie ornepaiyu B BUAE renatura,
MMEHHO 3TH JCTH IMOJydyaln 3-KOMIOHEHTHYIO UMMYHO-
CYIIPECCUBHYIO Tepanuio. [1py MOBRIIIEHUN 1035l TAHITA-
KioBupa 10 10 Mr/Kr B CyTKM, CTIyCTsI 14 qHE OT MHUIIM -
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aly TepaIreBTUUECKON CXeMBI, Y HUX KOHCTaTUPOBAHO
ucuesHoseHue JHK Bupyca B KpoBUM U KynupoOBaHUE
JIEiKO-, TPOMOOLIMTONIEHUU U TunepGepMeHTEMUU.
Cnyctsa 1 mec nociie onepauuu emeé y 6 (75%) manveH-
TOoB BhIsiBIieHAa LIMB-6one3ns B Bugme LIMB-renarura
vy 4 (50%) u UMB-saTepuTa y 2 (25%). OCHOBHOI TIpH-
yuHoit pa3Butusi IMB-06071€3H1 y 9TUX MallUEHTOB CTaJl
0oTKa3 JIM0O caMOCTOsITeNIbHASI PaHHSISI OTMEHA TTPOTHBO-
BUPYCHOTO Ipenapara, KOTOpbIi ObLT peKOMEHIOBaH IS
npodunaktuku [IMBUA.

Yepes 3 mec nocine TCIT Ha (poHe Tepalmuu ¢ UCIOJb-
30BaHMEM BAJITAHIIMKIIOBUPA B MPOGUIAKTUUECKON 103
y 4 (10,3%) manmeHTOB HaOJMIOmajach OCCCHUMITTOMHAST
BUpeMHUsl (MPU HapalllMBaHUU J03bl Mpenapara a0 jedyed-
Hoit otMeueHo ncuedHoBeHre JIHK IIMB B kpoBmu). Emig
y | maumenTa 4yepe3 4 mec mocie TCII mpu BRISIBICHUU
0ECCUMIITOMHON BUPEMUU TOKYMEHTHUPOBAHO TIOCTTPAH-
CIUIaHTaUMOHHOE JuMorpoaudepaTuBHOe 3abo0jeBa-
Hue — nauMmdoma Xelyaka, 4To ObLIO paclEeHEHO Kak
«HerpsiMoit» apdexkt LIMBU (npyrue BupycHble MH(pEK-
LIU1, B TOM YHCJIe OOYCIIOBICHHBIE BUPYCOM DIINTeiiHaA—
Bapp, ObUTM UCKITIOYEHBI).

Yepes roa nocie npopeaeHust TCIT Ha (¢poHe MOHOTE-
panuy TaKpoJIUMYyCcoM Y 2 IeTelt oTMedanach 6eCCUMIITOM-
Has Bupemus, a 'y 1 pedbénka Ha ¢onHe LIMB-cunapoma
WMEJIM MECTO 2 3MH130/a KJICTOYHOTO OTTOPKCHMS TPAHC-
IUTAaHTaTa ¢ MHTEPBAJIOM 2 Tola ¢ 0JaroNpUSITHBIM MCXO-
JIOM Ha (poHe Teparnuu, YTO ObLIO pacLeHEHO KaK «TpaHC-
IUIaHTaT-cneuuduuecknii apdekT». DTOT MauueHT oba
pasza caMOCTOSITEIbHO OTMEHSUI TIPUEM BaJITAHIIMKIIOBUPA,
ITOJTy4ast IIPHU 3TOM 3-KOMITOHEHTHYIO UMMYHOCYIIPECCHB-
HYIO Teparnuio.

[MaumeHTaM ¢ TpaHCIIAHTUPOBAaHHBIMU OpTaHAMU
CBOMCTBEHHO elIE¢ OJHO CEepPbE3HOE OCIOXHEHUE — LIM-
TOMEHUYECKUI CUHAPOM (JIeiKOo-, HEWTpPO-, TPOMOOIIU-
TOIIEHUSI), KOTOPBI MOXET OBITh OOYCIOBJIEH HE TOJIBKO
ILIMBUH, HO 1 moOouyHbIMU 3deKTaMUu TIPUMEHSIEMbIX
JIEKapCTBEHHBIX ITPETNapaToB, B TOM YMCJIe IPOTUBOBUPYC-
HBIX. B Hammx HaOMIOAeHUSX LUTOIEHUS, aCCOLMUPO-
BaHHast ¢ LIMBU, 3apeructpupoBana y 5 (12,8%) nereid.
Bo Bcex ykazaHHBIX CIyJasix JISMKOTICHUST peTUCTpUpOBa-
J1ach Kak B riepBbie 200 gHei mporpaMMbl TPOMUIAKTUKH,
Tak u nipu peuuause LIMBU. Bo Bcex ciyyasix HaOmoae-
HUST OHa OblTa KyIMpoBaHa Iocjie Ha3HAYeHUST BaJlTaHIIM -

Cpoku pa3sutus u Bapuantsl [IMBU y 60abHbIX ¢ TCII B 3aBUCMMOCTH OT CPOKA NOCJ/I€0NEPALMOHHOTO MEPHOaA

Timing of the development and variants of CMYV infection in patients with a transplanted liver segment, depending on the duration
of the postoperative period

PanHuii mocaeonepamoHHbIN [To3nHuit nocneonepalMOHHbII
IMBU niepuo, abde. (%) niepuon, abe. (%) Bcero
CMYV infection Early postoperative period, abs. Late postoperative period, abs. Total
(%) (%)

Beccumnromuas LIM B—Bupemust
Asymptomatic CMV viremia 18 (46,2) 7(18) 25 (64,1)
LIMB—cunnpom
CMYV syndrome > (12,8) 0 > (12,8)
LIMB—06o07e3Hb
CMYV disease 8(20,5) 1(2,5) 9(23,1)
Bcero / Total 31(79,5) 8(20,5) 39 (100)
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KJIOBUpa B JieueOHoM no3e. JIumb B 1 ciydyae uuToneHust
OblLJ1a CBsI3aHa ¢ IpUEMOM MUKO(deHoaTa ModeTuna, 4To
OBIJIO TONTBEPXKIEHO BOCCTAHOBJIIEHHMEM HOPMAaJIbHOTO
YPOBHS KJIETOK TIOCJIE CHIKEHUS TO3BI YKAa3aHHOTO ITIpe-
napaTta. BMecte ¢ TeM 3a Bc€ BpeMsl HaOJIOAEHUS 3a Ta-
LIMeHTaM1 He ObUIO 3a(pMKCUPOBAHO HU OJHOTO CITydyast
XPOHUYECKOTO OTTOPKEHUS TpaHCIUIaHTaTa, CBSI3aHHOTO
¢ IMBHU.

OO6cyxneHue

Y G0JBHBIX C TPaHCIJIAHTUPOBAHHBIMU OpraHaMU Bbl-
NEISTIOT TPU OCHOBHBIX JIMMIESMHUOJIOTUICCKIX BapHaHTa
passutust LIMBU:

1) mepBuuHas uHdekius, pa3suBatomascsa y LIMB-cepo-
HETaTUBHBIX IMAIIMEHTOB, IMOJYYMBIINX TPaHCIUIAHTAT
OT CEepOIO3UTHUBHBIX TOHOPOB. B Takux ciayyasix yacto-
Ta e€ BOBHUKHOBeHU nocturaet 60%;

2) peaKTHBAIMsI JJATEHTHOTO SHIOTCHHOTO BHMpyca, KOrma
JIoHOp cepoHeratuBeH 1o LIMB, a pelunueHT ceporio-
3utuBeH. B Takux cinyvasix yactora LIMBU cpenu TpaHc-
IUIAHTUPOBAHHBIX OOJBLHBIX He TIpeBbimaeT 10—15%;

3) cymepuHdeKIMs, KOorna U JOHOP, U PELUITUEHT ce-
pono3uTuBHBI, a LIMB umeer moHopckoe MpoOMUCXO-
xaeHne. Takoil BapmaHT WHQEKLIWU pa3BUBaETCS
B 25—30% cnyuaes [4, 8].

B uenom vacrora snuzonoB LIMBU y nauueHTOB net-
ckoro Bo3pacta nocie oproronudyeckoir TCII Bappupyet
ot 10 10 65%, 4TO CBSA3aHO C Pa3TUYHBIMU CXEMaMU MPO-
(UIAKTUKY, TIPOBOAMMONM MMMYHOCYIIPECCUBHOI Tepa-
Mnuei, pa3InyHbIMU MOAXOJAMU K AMArHOCTHUKE MH(pEK-
LI, a TaKKe CPOKaMU HaOJIIOJEHUSI MOCJIe TpaHCIIaHTa-
uuu nevyexu [1, 7].

CrereHb BBIPAKEHHOCTU KIIMHUYECKUX TIPOSIBIACHUN
MpeACTaBieHa OT IOJHOCTbIO OECCUMITOMHOIO TEUEHMS
1o LIMB-6oe3H1, 1 OHU MOTYT HPOSIBIISITHCSI KAK O€CCUMIT-
ToMHasi Bupemusi; LIMB-cuHapom, KOTOpBbINi BKIJIIOYAeT
BUPEMUIO M CUMIITOMBI B BHUE TOBBIIICHUSI TEMIIepaTy-
pBI TeJla, HEMOMOTaHMSI, MU3MCHEHMIT B TeMOTpaMMe B BHIIE
JieiikoneHuu u/uiu tTpomoouutoneHuu; LIMB-6one3Hp —
TSDKE10€ BUPYCHOE TTOPaXkKeHUE OPraHOB U TKaHEH.

B mepuwonm MeIMIIMHCKOTO COIPOBOXKICHUS TpaH-
CIUIAHTUPOBAHHBIX MALMEHTOB, KOIIa MPOTUBOBUPYCHAS
npodurakTuka U KoHTposb 3a [IIMBU mupoxko He uc-
MOJIb30BaJIMCh B KIMHUYECKON MpakTuke, yacrora [IMB-
cunapoma gocturana 60%, a IMB-6one3nu — 30% [1, 6].
B psime mcciemoBaHMii yacToTa MH(EKIIMOHHBIX OCIOX-
HEeHUH y neTeit B TeueHue 15 Mec mocie TpaHCIUTaHTaluu
neyeHu coctaBuiia 52% [8]. B To e Bpemsi B mepuo, Kor-
Ia B KIIMHUYECKON MPAKTUKE HAYaIu IIPUMEHSITH CXCMBI
koHTposs 3a [IMBU (mpodwuiakTuku U Tepanuu), 4a-
CTOTa JaHHOI MHMEKIMKU Cpeau MallMeHTOB Ioc/e TpaH-
CIUTAaHTAIINM TIeYeHU CHU3MUJIACh M HAXOIUTCS B THAIla30He
14,3—-32%.

Cpenu ¢akrtopoB, omnpeaensiominx 3¢Gp@GeKTUBHOCTD
koHTpous 3a IMBU B panneM nepuoge mocie TCII, Boi-
JESI0T TaKue, KaK CPOKM Hayajia e€ pa3BUTHsI, YaCTOTY
peLMAMBOB, MaHUMECTHOCTh KIMHUYECKON KapTUHBI,
B TOM uucie B Buae pasputus LIMB-6one3nu [1, 7].

BesycioBHO, B MHTepIIpeTallid OTAEIBHBIX J1abopa-
TOPHBIX MOKa3aTesaell BOZHUKAIU OINpeAeJEHHbIE TPYIHO-
CTH, KOTOpbIe MOIJIM OTpaXkaTh Kak akTuBHOCThL LIMBHU,
TaK W BIWSIHAE WMMYHOCYIIPECCUBHOI Tepamuu JIMOO
pPa3BUTHE OCJIOKHEHUI, CBSI3aHHBIX ¢ (PYHKIMEH caMoro
TpaHCIUIaHTaTa. B 3Toif CBSI3M TIPUBOIUM XapaKTePUCTH-
KU1, KOTOpbIE TPUMEHSIN B Ipoliecce mpoBeaeHus audde-
pPeHIMaJbHON nTrarHoCTUKU. M3BecTHO, 4To B 1-1i MecsiIl
nocae TCII yBenumueHue 3HaYeHU (DepMEHTOB ajlaHWH-
W/WaM acriapraraMUHOTpaHchepasbl BbIlle 2 HOPM IO
OTHOILIEHUIO K BEpXHEWl rpaHuile pechepeHCHbIX 3Haue-
HUII WIM HapacTaHWe aKTUBHOCTA aMHUHOTpaHcdepas
Ha 2 HOPMBbI U 00Jiee OTHOCUTEJIbHO WCXOAHOIO ObLIO
00YCJIOBJIEHO KaK HIIeMUYeCKU-penep@y3noOHHBIM I10-
BpEXICHNEM TpaHCIDIAaHTaTa, TaK M aKTUBaIMEH WIN pe-
uuausom [IMBU. B kauectBe nuddepeHumaaibHO-auar-
HOCTUYECKOTO KPUTEPHUSI B TaKUX CIydasx HMCIOJb30BaIU
53¢ @EeKT OT Tepaluy TaHIUKJIOBUPOM, B YACTHOCTH, TPHU
OTYETIMBOI MOJOXUTEIbHOI TUHAMUKE Ha (pOHE MPOBO-
IIMMOM IMMPOTUBOBUPYCHOM TEPAIIMU IIPOLIECC OIPEACIISIA
kak LIMB-3aboneBanue (renaTur).

3akiiouenue

LIMBM BrisiBiiena y 90,7% GonbHbIx aeteit mocie TCIT
B BuAE 3 BapuHaHTOB TEUEHUs C YaCTOTOM, 3aBUCSIICH
OT CPOKOB ITOCJICOIIepallIMOHHOTO TIeproaa. B panHem mo-
cJieonepalliOHHOM TIEpUO/ie BCe 3 BapuaHTa PErUCTPUPO-
Basuch B 3,9 paza yaie. Haubosiee BbICOK pUCK pa3BUTHUS
LIMBMU B niepsrie 3 mec nocie TCII. B crpykrype LIMBU
B paHHEM W TIO3THEM TIOCJIEOTIEPAIIMOHHBIX TIeproIax
repBoe MecTo 3aHuMaeT OeccummnTomHasi LIMB-Bupe-
mus, nainee ciaenytotr LIMB-60e3Hb, KOTOpasi pa3BuBaeT-
Cs B paHHEM IOoCe0NepallMOHHOM MepUoie B § pa3 yalie,
n LUMB-cungpom. K OCHOBHBIM NpUYMHAM peLMAMBA
LIMBMU y manmmentoB nocie TCIT oTHOCUTCS OTCYTCTBHE
MPpOoWIAKTUIECKOTO MPpHUEMa BaJITAHIIMKIIOBMPA BHE CTa-
IMOHApa, 0COOEHHO Y OOJIbHBIX, TOJTYYaIOIINX 3-KOMIIO-
HEHTHYIO IMMYHOCYITPECCUBHYIO TEPAITHIO U pUTYKCUMA0.
Pazsutue LIMB-060se3H1 B paHHEM Toc/ieonepalioOHHOM
TIepUOJe U Pa3BUTHUE «HEIIPSIMOTO» U «TPaHCIUIAHTAT-CIIe-
uduyeckoro» apdexkra IIMBU B mo3nHem nocieornepa-
LIMOHHOM TIepUOJIe CBSI3aHO C HU3KOW KOMITJIA€HTHOCThIO
OOJIPHBIX (X POAMTENIEH) K BBHIIIOJHEHUIO PEKOMEHIAIIMI
T10 TIpUEMY TIPOTUBOBUPYCHBIX IIpernapatoB. [IpuMmeHeHme
rMOKOI cXeMbl TTpoGUIaKTUKKU U KoHTposs 3a [IMBU,
KaK ¥ CBOEBPEMEHHOE BBISIBJICHHME PEIIMANBA MHMEKIINN,
no3BoJIsIeT 3(PHEKTUBHO YIPaBISITh JAHHBIM WHGEKIIM-
OHHBIM IPOLIECCOM U OITOCPENOBAHHBIMU UM OCJIOXHE-
HusSMH. Ype3BBRYailHO BaXHBIM B IIPOIIECCE KOHTPOJIS
TIPECTABIISIETCSI TaKKe HCIOJb30BaHUE TMOKON CXEeMbI
MMMYHOCYIIPECCUBHOM Tepanuu. [1py BBISIBICHUU T10JI0-
xwuteabHoro pesynbrata JHK IIMB no TpaHncrimanTaummn
TeYeH HeoOXOIMMO Ha3HaYaTh IPOTUBOBUPYCHYIO Tepa-
MU0 TAaHIUKIIOBUPOM B JIeUYeOHOI 103¢ B TeUeHUE 3 Hell
C TOCJIeAyIONIeil KOHBepCHUeil Ha BaJITAHIIMKIOBUP B IIPO-
(bunakTHyeckoit 1o3e nocie nojJydyeHus 2 nocjenoBaTe/b-
HBIX OTpULIaTeIbHBIX pe3yabTaTtoB I1LIP kpoBu, a B mociie-
OITepAallTMOHHOM TIEPHOIE MCIIOIb30BaTh CXeMy MpPOQhH-
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I[Ipy BO3HMKHOBEHUM LIMTOIIEHNMYECKOTO CUHIPOMA,
runep@epMeHTEMUN Y MAlUMEHTOB € 3-KOMITOHEHTHOM
MMMYHOCYIIPECCHUBHOI Teparueil HeoOXoauMbl KOHTPOJIb
OHK Bupyca m paHHee Ha3Ha4YeHUE ITPOTUBOBUPYCHOTO
rpernapara B MpohuIaKTUIeCKOl 103¢e /10 MOTyUYeHUS pe-
3yJIbTaTa 00C/IeI0BAHMS C TTOCIICAYIONIe KOPpPEKIUeH pr
HEO0OXOIMMOCTH.

Takum obpazom, LIMBMU y neteit nmocne oprorornuye-
ckoii TCIT MoxkeT OBITh KOHTPOJIUPYEMOU IIpU TIpUMe-
HEHUM THMOKMX CXeM MEIWKAMEHTO3HON Mpo(pUIaKTUKM/
TepalMy B COYETAaHUU C JIAOOPaTOPHBIM MOHUTOPUHTOM
aKTMBHOCTM MHekroHHoro mpouecca (AHK ILIMB)
P YCIOBUM MaKCUMAaJIbHOM KOMILJIAGHTHOCTH IalleH-
TOB K Tepaliu, UX TUHAMUYECKOMY HAOIIONCHUIO 1 TIIa-
TEJILHOTO KOHTPOJIA CO CTOPOHBI Bpadycii-CITeINAINCTOB
pa3HoOTO MPOhUJIs.
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Pesiome

Bneneﬂne. AHTeHaTaIbHbII NEPEKPYT NPpUAATKOB MATKU SABJIACTCA CJIOKHOM 321)18.‘{6171 JJIsl TMAarHOCTUKU B COBpeMeHHOfI
IIEPHUHATOJIOTHUMH. O6YCJ'IOBJ'I6HO 9TO TEM, YTO JAHHOEC COCTOAHMUE ABJIACTCA PEAKUM, a TIATOTHOMOHUWYHLIC 3XOFpa(1)I/I‘IeCKI/Ie
KPUTCPUU JJIdd HETO OTCYTCTBYIOT, KaK U KIMHUYECKHE ITPOTOKOJILI.

MaTepﬂaJ]bl U METOAbI. OmnucaHbl peAKUE ClIydyau aHTEHATaJbHbIX IIEPEKPYTOB NPUAATKOB MATKH Y HOBOpO)KI[éHHHX JEBO-
yek. KirroueBbIMM MOMEHTaMU B JUArHOCTUKE 3TUX d)OpM I1aTOJIOTUM ABUJIMCH JAaHHBLIC ITPEHATAJIbHOI'O YJIbTPa3sByKOBOI'O
MCCJIeI0BaHMS, TTO3BOJIMBILIME TMArHOCTUPOBATh 00bEMHbBIE 0Opa3oBaHusl. B nanbHeieM auartHo3 ObL1 MOATBEPXKIAEH UH-
TpaorepalOHHO U MTOCJIe MAaTOTUCTOJOIrMYeCKOTo aHaiu3a. O0enM nalureHTKaM ObLIO IMPOBEIEHO XUPYPrudecKoe JeyeHre
JIAarIapOCKOIMNYCCKUM JOCTYIIOM C TUCTOJIOTUYECKOI Bepl/l(l)I/IKaHI/IefI HEKpO3a TKaHU ANYHUKOB.

PesyanaTu. I/ICXOI[OM B 000UX CJIydyasx ABUJIOCh COXPAHEHUE XKNU3HU JE€BOYCK, OJHAKO BOBJIEUEHHEBIE B HNEPEKPYT NpUAATKU
MaTKU 0Ka3aJIMCh HEXU3HECITOCOOHBIMU B PE3YJIbTATC HACTYIIUBILICIO HEKPO3a TKaHEM.

3akmouenne. [TpencrapieHHbIC KIMHUYECKUE CIydan OMPEIeISIIOT HEOOXOIUMOCTh TabHEMIIIEro HaKOIJICHHs OIbiTa, cOopa
M cucreMaTu3allvu IOJyYCHHDBIX JaHHBIX J1JId (i)OpMI/IpOBaHV[H KOHCEHCYCHOTO IToaxoaa K JMarHoCTUKE U JICHCHUIO 3TUX (l)OpM
aHTeHATaJIbHOM TMaTOJIOIMH, YTO YIYUIIUT OTAAJEHHBIE pe3yJIbTaThl JIEYeHUsI, BO3MOXHOCTH JIJIs1 COXpaHEeHUSsT (hepTUIILHOCTU
y MALIMEHTOK C NIEPCIIEKTUBOM pealu3aliiy PenpoayKTUBHOM (DYHKLIVIU.
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Summary

Introduction. Antenatal torsion of the uterine adnexa remains a challenging diagnostic entity in contemporary perinatal
medicine. This is due to the rarity of the condition, the absence of pathognomonic sonographic criteria, and the lack of unified
clinical management protocols.

Materials and methods. The presented clinical cases describe rare instances of antenatal torsion of the uterine adnexa in
newborns. The key diagnostic findings were obtained through prenatal ultrasound examination, which revealed adnexal mass
lesions. The diagnosis was subsequently confirmed intraoperatively and by pathological examination. Both patients underwent
laparoscopic surgical treatment with histological verification of ovarian tissue necrosis.
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Results. In both cases, patient survival was achieved; however, the adnexal structures involved in the torsion were nonviable
due to the development of tissue necrosis.

Conclusion. The presented clinical cases demonstrate the need for further accumulation of experience, systematic data
collection, and analysis to establish a consensus-based approach to the diagnosis and management of this condition. Such
efforts will not only improve long-term outcomes but also enhance the potential for fertility preservation in affected patients,
which is a critical aspect of their future health and reproductive potential. Long-term follow-up and data analysis may form
the basis for developing more accurate and effective treatment strategies for antenatal torsion.
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Beenenune

AHTEHaTaJIbHbIA TIepekpyT mpumatkoB Matku (I1TM)
y IT0[A IIPEICTaBISIeT COOO0 penKyto (popMy IIaTOIOTHH, KO-
Topasi AuarHoctupyercsl nmpeumyinectseHHo B 111 Tpumect-
pe rectaunu [1—3]. HecMoTpsl Ha 1IMpoKoe MpUMEHEHUE
MpeHaTaIbHON BU3yaTM3alluU MPU YJIBTPa3BYKOBOM MCCIIe-
noBaHuu (Y3W), 3HaunMble sxorpadrdeckue MapKepbl Ie-
pekpyta [IM He yctaHOBIIEHHI [4, 5], a BOIIpOCHI Jie4eOHOi
TaKTMKM TIPY BBISIBJICHUM KHUCTO3HBIX OOpa30BaHMIl TIPH-
JIATKOB Y TUIO/IA OCTAIOTCS AMCKYTabeabHbIMU [6—8]. B jn-
TepaType TOMUHUPYIOT OMMCAHUS eAMHUYHBIX HAOMIOACHUIA
[9—11], B To BpemMsI KaK CHCTEMaTU3MPOBAHHBIC NAHHBIC
o (hakTopax pucka, KIMHUUYECKNX OCOOEHHOCTSIX U UCXOaX
JIEYEHMS TTPaKTUYECKU OTCYTCTBYIOT [12, 13].

IIpeacraBneHbl KIMHUYECKUE CIyYaud IBYCTOPOHHE-
ro ¥ OMHOCTOPOHHETO aHTeHATaJbHOro Iepekpyra I1M
Yy HOBOpPOXIEHHBIX. OmucaHue MaHHBIX HaOJIOACHUN
11eJ1eCO00pa3HO, MOCKOJIbKY HET CUCTEeMaTU3MPOBAaHHO-
ro MOJAX0/Ia K JICYEHUIO aHTeHATaAJIbHBIX epekpyToB [TM
[14, 15]. MBI monaraeM, 4TO JIeTaJbHBINA aHAIWU3 TUArHO-
CTUYECKUX U JICUCOHBIX MEPOIIPUITUMN TIPU TUX hopMax
MaTOJIOTUM MOXET CIIOCOOCTBOBAThH 3aIlOJHEHUIO CYIIEe-
CTBYIOILIMX MTPOOETOB.

[IpakTnyeckass 3HAYMMOCTH PAOOTHI 3aKITIOYACTCS
B IIPEICTABICHUN CTPYKTYPUPOBAHHOUN MHMOPMALINK TSI
HEOHATaJIbHBIX XUPYPTOB, aKyIlIEPOB-TUHEKOJIOTOB U CIie-
LIMATUCTOB Y 3-IMarHOCTUKU, YTO MOXKET CITOCOOCTBOBAThH
paHHEMY BBISIBJICHUIO IIATOJIOTUH TUIOHA, ONTHUMU3UPO-
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BaTh JICUCOHYIO TAKTUKY U B IIEPCTICKTUBE CITOCOOCTBOBATH
COXPaHEHUIO PEMPOAYKTUBHOTO MOTEHLIMAIA MAllUeHTOK.

Onucanne KIMHHYECKOTO caydas 1

IMaumnenTtka H. Ha 16-€ cyTKM XXU3HU TOCITATAIN3UPO-
BaHa C MpeaBapUTeJbHBIM IUArHO30M: KMCTO3HbIE 00Opa-
30BaHUS SUYHUKOB MO JaHHBIM Y3U.

N3 anamue3a: GepeMeHHOCTb MaTepu 1-5, caMompo-
U3BOJIbHASI, TIpoTeKaja Ha doHe Oakrepuypuu B I Tpu-
MeCTpe, Xeye30Ae(UUUTHOW aHeMMHU JIETKOW CTere-
Hu Bo II m III Tpumecrtpax, mo manHsiM Y3U 1ioma
B III TpuMecTpe nMarHocTMpoBaHa KHUCTA MPAaBOro SUYHU-
Ka. Pe0EéHOK poxXI€H OT 1-X CBOeBpeMEHHbBIX ONIePaTUBHBIX
pOIOB MYTEM OIlepalliy KecapeBa CEYEHMsI B TUIAHOBOM
MOPSIIKE B CBSI3U C OTATOLIEHHBIM aKylIepCKO-TMHEKOI0-
TUYeCKUM aHaMHe30M. Macca Tena ripu poxxaeHuu 3590 T,
IJIMHa Teja 54 cM, olieHKa 1o 1kaje Amnrap 8/9 6aiios.

Ob6cnenoBanme. [1o nanabiM Y3U opraHoB OpromrHoO
mojoctu (OBII), BbIOTHEHHOTO B 1-€ CYTKM >KW3HH,
crpaBa OT MOYEBOTO Iy3bIPsl BU3YATU3UPYETCS] OBAJIbHOE
obpaszoBanue 30 X 23 X 25 MM ¢ MHOTOUMCJIEHHBIMU aH-
9XOT€HHBIMU OKPYTJIBIMU BKIIOUEHUSIMU MaKCHUMAaJIbHBIM
IUaMeTpoM 10 3,5 MM TpU LBETOBOM JOMIUIEPOBCKOM
KapTUpOBaHUU 0e3 KpoBOTOKa. [lalmmeHTKa KOHCYIBTUPO-
BaHa TMHEKOJIOIOM, BBICTaBJEH MpenBapUTeIbHbIN quar-
HO3: 00pa30BaHKe MaJoOro Tasa, i 1000CIeN0BaHUS pe-
koMeHnoBaHo Y3U u MPT opranos masoro taza (OMT).
Ha 8-e cyrku xu3Hu BoinojgHeHo Y31 OMT: B npoekunu
JIEBOTO SMYHMKA OIIPEACIIICTCS aBaCKYyISIpPHOE KMCTO3HOE
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obpa3oBaHNe HETPaBUJIBHONM OBaJIbHOUM (DOPMBI pasMe-
pom 36 X 23 X 28 MM C yTOJILIEHHOI CTEHKOM, HAJIMUUEM
ocagka, HeOTHOPOIHOM 3X0-CTPYKTYPOI 32 CUET MHOXKE-
CTBEHHBIX JKUJIKOCTHBIX BKJIIOUEHMI TT0 BCEW TeKa-TKAaHU
oT 2,5 10 6 MM; CTPYKTYpa IPaBOro SsMYHMUKA HEOIHOPOI -
Hasg 3a CYET MHOXECTBEHHBIX XMIKOCTHBIX KHUCTO3HBIX
BKJIIOYEHUI 110 BCeil TeKa-TKaHu ot 2,5 1o 6 mm. Ha cie-
Iy aeHb o JaHHBIM MPT OMT ¢ BHYTpUBEHHBIM
KOHTPACTHBIM YCUJICHHEM: B TIPOCKIINM MIPABOTO IMYHUKA

Puc. 1. Kimuauueckuii ciyyaii 1. MPT, T2-BU.

B akcuaibHOI MIOCKOCTH JICBOTO SIMUHMKA — TUTICPUHTCHCUBHBIN CUT-
HaJ T0 3aJHell CTeHKe TONLINHOM 1o 4,5 MM. Busyanusupyiorcst o6pa-
30BaHUs C MOBBIIICHHBIM, XapaKTePHBIM TSl KUIKOCTH M P-curHamom
OBOUTHOI (DOPMBI C YETKUMU POBHBIMU KOHTYPAMU.

Fig. 1. Case report 1. Axial T2ZWI MRI.
In the axial plane of the left ovary, a hyperintense signal is observed along the

posterior wall, up to 4.5 mm thick. Ovo-shaped lesions with clear, smooth
contours are visualized, with an elevated MR signal characteristic of fluid.

Puc. 2. Knuanueckwuii cryuait 1. UHTpaonepaninonHas KapTuHa.

TpunaTky ¢ 06eUX CTOPOH TPEICTaBICHbBI OOBEMHBIMU 0OPa30BAHUSIMU
¢ mpu3Hakamu nepekpyta [1M u Hekpo3a.

Fig. 2. Case report 1. Intraoperative image.

Bilateral adnexa are represented by masses with signs of torsion of uterine
adnexa and necrosis.

oIpenelsieTcsT 00pa3oBaHNe TUIIEPUHTEHCUBHOTO CUTHAJIA
B T1-BU, T2-BU, TI1-FS oBounHoil ¢hopMbI ¢ YETKUMU
KOHTYpaMu pa3Mepamu 26 X 23 X 14 MM: B IPOEKLINU Jie-
BOTO SIMYHWKA OMpEaesieTcss 00pa3oBaHUEe TUIIEPUMHTEH-
cuBHOrO curHana B T2-BU ¢ HanmnuymeM M30MHTEHCUBHOM
30HBbI (OcajKa) 1Mo 3aaHell CTeHKe TOJIIUHOW A0 4,5 MM
(puc. 1), HEOTHOPOIHOTO TUIEPUHTEHCUBHOIO CUTHajla
B T1-BU, T1-FS, nHenpaBmibHOI (HOPMBI ¢ OKPYIJIBIMU
yETKMMU KOHTypaMu pasmepamu 27 X 26 X 26 mm. Ilato-
JIOTMIECKOTO HAKOIJICHUST KOHTPACTHOTO CPEICTBa He 3a-
peructpupoBaHo. Henb3sl UCKIIOUUTH reMopparuyeckue
KHCTBI SUYHUKOB.

Status genitalis: Hapy>KHBIC TTOJIOBBIC OpTaHbl Pa3BUTHI
TIPaBUJIBHO, 110 XKEHCKOMY THUITY. BoJIbIIINe TT0JIOBBIE TYOBI
HE TOJHOCTbIO MPUKPHIBAIOT Mayible. KinTop He rumep-
TpodupoBaH. KoxXHBINI MOKPOB U CIM3UCTasi B 00JIACTU
HapYXHBIX IIOJOBBIX OpPraHOB (PU3MOJOTMYECKOM OKpa-
CKM, He W3MEHEeHBI. [MMeH KOJbIEeBUIHBLIN. Boimere-
HUIi U3 MOJOBbIX MyTell HeT. CTaausi MOJIOBOTO pa3BUTHUS
no Tanner 1 (B1 Pbl Me abs).

B nunamnke nmo manueiM Y3UM OBII Ha 16-e cyrkm
KM3HU OTMEYAJIOCh He3HAUMTEIIBHOE YBEIIMYCHUE pa3Me-
POB 00BEMHBIX 00pa3oBaHUil OPIOIIHON MOJOCTH, CIpaBa
110 32 X 25 x 20 MM, ciieBa 1o 41 X 27 X 25 MmM.

JInddepennpanbhblii 1MardHo3 ObLI MPOBENEH MEXIY
KACTaMHM STIMYHUKOB, DHTEPOKUCTAMU, OOpa30BaHUSIMU
MOUYEBBIIEIUTEIbHON  cucTeMbl. M HCTpyMeHTaJbHBIE
Metonbl nuarHoctuku Y3UW m MPT mosBonwim yrou-
HUTh TUATHO3 IO OIepalli W TOATBEPIUTH €r0o MHTpa-
orepalroHHO.

Jleuenne. [TokazaHueM K onepauuu SBUJIOCH HATUUME
00BEMHBIX 00pa30BaHMIi OPIOLIHOM IMoJiocTH (2 oOpa3oBa-
HUS), JOCTYN Jarapockonmueckuit. [1pu pesusunm OMT
YCTaHOBJICHO, UTO TIpaBble U JIEBBIC TIPUOATKHU TIPEACTaB-
JIeHbl 00pa3oBaHUSIMU 0K0J10 2,5 1 4,0 cM B IMaMeTpe Co-
OTBETCTBEHHO, TEMHO-KOPUYHEBOTO 1IBeTa C TPU3HAKAMU
rpy0Oro HapyIeHWsI KpOBOCHAOXEeHMST (HEKpo3a), TKaHb
SMYHUKOB HE OIPEACIISICTCSI, BU3YAIM3UPYIOTCS TOHKIE
TIepeKpyYEHHBIE «TSDKA» K YIJIaM TIpaBoii M JIEBOM MaTo4-
HBIX TPYO (puc. 2). MHTpaonepalluoHHO TMarHOCTUPOBAaH
JIIBYCTOPOHHUI aHTeHaTaJIbHbIH repekpyT [1M.

IIM c obeux ctopoH ynaneHbl. OnepalluOHHbIN MaTe-
pHal OTIIPaBIIeH Ha TaTOMOP(HOJIOTHIECKOE TUATHOCTIIE-
cKoe uccienoBaHue (puc. 3).

ITaTomopdoaornyeckoe ucciemosanme: B 1 drakoHe
2 TIOJIOCTHBIX 00pa30BaHUS: TIEPBOE TMAMETPOM 3 CM M BTO-
poe 2 cM ¢ (hparMeHTaMU MaTOYHBIX TPYO, TTOBEPXHOCTh
HX TPSIZHO-CEPO-KOPUYHEBAsI, B IPOCBETE OOJIBIIIOE KOIM-
YeCcTBO cepoii Kpolalnieiicsa Macchl. Obpa3oBaHue 1: Kop-
KOBOE BEIIIECTBO MPEACTAaBICHO TOHKUM CJIOEM HapYKHOM
TEK! C eIMHUIHBIMU TTPUMOPINATBEHBIMU (DOJUTUKYJIaMU.
BHyTpeHHsIs1 TeKa M coaepXXuMoe IOJOCTU IpeacTaBie-
Ha HEKPOTUYECKHMHU MacCaMM C KPYITHBIMU YJ9acTKaMu
rerpuduKanu. MaTtouHast Tpyda B COCTOSTHUM HEKpo3a
¢ nuddy3HpIMU KanblrHaTaMu. OO0pa3zoBaHue 2: KOPKO-
BOE€ BEIIECTBO IPEACTaBICHO TOHKHUM CJIO€M Hapy>KHOU
TEeKU ¢ eIMHUYHBIMU TTPUMOPAMATBHBIMU (DOJUTUKYIaAMU.
B HapyxHO# TeKe M Yy BOPOT IMIHUKA MHOTOUYMCIICHHEIE
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Puc. 3. Kimunueckwmii ciydait 1. MaKpOCKOTMYECKUIA BUI
ynanéuusix [1M pasmepamu 1o 2,5 1 4 cM B AuameTpe.

Fig. 3. Case report 1. Gross specimen of the removed adnexa
measuring approximately 2.5 and 4 cm in diameter.

Puc. 5. Knunnueckuii cnyvait 1. I'ucrojornyeckuii rpenapar,
OKpacKa reMaTOKCUIMHOM U 303UHOM.

HapyxHas Teka y BOpOT ssIMYHKKA ITPeICTaBlIieHa cuaepodaraMu (OKpyr-
JIast CTpeJIKa), TMTAHTCKUMU MHOTOSIIEPHBIMU KJIETKaMH (TOJICTast CTpeJi-
Ka), KaJbITMHATaMU (OBaJ).

Fig. 5. Case report 1. Histological specimen, stained with
hematoxylin and eosin.

The external theca at the ovarian hilum is represented by siderophages
(rounded arrow), multinucleated giant cells (thick arrow), and
calcifications (oval).

KaJIBLIMHATBI ¢ TATAHTCKMMU MHOTOSITIEPHBIMU KJIETKAMU.
OTMeyaloTcsl 04aroBble KPOBOUBIUSIHUS, BU3YaTU3UPYET-
Cs1 KOPUYHEBBII MUTMEHT U MOJIOCTHU, 3aMTOJIHEHHbIE 203U~
HoUIIBbHOI Maccoil (puc. 4—6).

3akioueHre: HeomnpeaeN¢HHble KUCTbl SIMYHUKOB
C HEKpPO30M, OYAaroBbIMU KPOBOUBIUSIHUSIMHM W TETPU-
puxkaumeii.

Junamuka u ucxoawl. [locneonepalliOHHBIN MEPUOT
MpOTeKal YIOBJIeTBOpUTENIbHO. KIIMHUUeCKuil pe3yibTar

ORIGINAL ARTICLE

Puc. 4. Knunuyeckuii ciayyaii 1. ['mcronornyeckuii mpemnapar,
OKpacKa TeMaTOKCWJIMHOM U 203UHOM.

KopxkoBoe BelecTBO sIMYHKMKA MPEACTABICHO eIMHUYHBIMU IPUMODPIM-
aTbHBIMU (QOJUTMKYJIaMU (CTPEJIKK).

Fig. 4. Case report 1. Histological section (hematoxylin and eosin
stain).

The ovarian cortex contains single primordial follicles (arrows).

P g 3%
a, fom ST T, ;

Puc. 6. Knunuyeckuii ciayyaii 1. ['mcronornyeckuii mpemnapar,
OKpacKa TeMaTOKCWJIMTHOM Y 903UHOM.

Hekpo3 crenku simunuka (urypHasi ckooka) gpocturaet 2/3 ot e€ ToJ-
IIUHBIL.

Fig. 6. Case report 1. Histological specimen (hematoxylin and
eosin stain).

Ovarian wall necrosis (brace) extends to 2/3 of its thickness.

JIeUeHUsT JOCTUTHYT B MOJHOM 00bEMe, peOEHOK BbIMTUCAH
JIOMOI1 Ha 5-e moceornepaluoOHHbIE CYTKH.

IIporHo3. PexoMeHmoBaHO HaOJIIOACHME TIeAMAaTpA,
JIETCKOTO XHpypra, TMHEKOJ0ra, JETCKOro 3HAOKPUHO-
Jlora Mo MecCTy XXMUTeabcTBa, KOHTposb Y3 OMT uepes
1 Mec mocye orepaTUBHOrO JjedeHus. Ilom KoHTposem
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Puc. 7. Knunuueckuit ciayvail 2. Y3-kapThHa, MNpoJoJbHast
IJIOCKOCTh CKaHupoBaHus. O0J1acTh MPaBbIX OTAEIOB OPIOILIHOM
ITOJIOCTH.

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

JETCKOTO 9HAOKPUHOJIOTA B TIJIaHE CBOEBPEMEHHOE Haya-
JIO 3aMECTUTEIbHOM TOPMOHAJIBHOM TepalMuu B BO3PACTe
10—11 net ¢ uenbto MHAYKLIMK TyOepTaTa. Takxke rmokasza-
Ha KOHCYJIbTallMsl MaTepu U pPeOEHKA PerpoayKToI0roM
C onpeaeaeHrueM BO3MOXKHOTO TOHOPa STUIEKIETKU, OTTHU -
MaJIbHBIX CPOKOB 3a00pa Marepuaia sl peajlu3aluu pe-
MPOAYKTUBHOM (DyHKILIMU MALIMEHTKON B MOCIEIYIOLLEM.

Onucanne KIMHAYECKOTO caydasi 2

IMammentka K., 19 cyT Xu3HM, ¢ mpeHaTaJbHO IMar-
HOCTUPOBAHHBIM BPOXIEHHBIM ITOPOKOM Pa3BUTHS TIJI0IA
1o gaHHbIM Y3U B 35—36 Hen 6epeMeHHOCTH (KKICTa SIMY -
HUKa? 3HTepoKucTa?).

N3 anamne3a: OepeMEHHOCTh MaTepu IIepBasi, CaMo-
MPOU3BOJbHASI, MHOTOIIOAHAS, TTpoTeKana Ha (poHe Oak-
TepUaJIbHOIO BarmHO3a M HETOKCHMYECKOro Auddy3HOro
300a IMTOBUAHON kene3bl B I TpumecTpe, xenaezonedu-
IUTHOI aHEeMWU CPeTHEH CTeIeHU, OTEKOB OepeMEeHHBIX
1 000CTpeHuUsl rectalimoHHoro nuenoHedpura B 111 Tpu-
MECTpE, B CBSI3U C 4eM B 35—36 Hel OepeMeHHOCTH IIpo-
BOIWJIUCH CTAllMOHAPHOE JeUeHUE U aHTUOaKTepUalbHas
Tepamnusa. B cpoku 35—36 Henm y miioma TUarHOCTHPOBaH
BPOXIEHHBIN MTOPOK pa3BUTHS MO JaHHBIM ¥Y3U — 00bEM-
Hoe obpa3oBaHUe OpIOIIHON MOJ0CTU. PeOEHOK poXaeéH
oT 1-X MpeXIeBpeMEeHHBIX OIepaTUBHBLIX POIOB B 36 Hen
6 mHel yTEéM orepaluu KecapeBa CEYeHUs] B 9KCTPEHHOM
MOPSIAKE B CBSI3U C Ta30BBIM IIpemieskaHWeM 1-ro Iionma
U CaMOIPOM3BOJBHO HAYaBLIEWUCS POJOBOU AESATEBHO-
CTb1O; |- peOGEHOK U3 TUXOPUAIBHOM, TUAMHUOTUYECKON
nBoitH. OKOJIOIUIONHBIE BOABI MEKOHMadbHbIe. Macca
Tena npu poxaeHnu 2840 r, mmHa Tena 49 cM, oleHKa
no wkane Anrap 7/8 6annoB. CoctosiHue pebE€HKa mociie
POIIOB CpeaHEeH CTEIeH! TSKECTH 3a CUET HEIOHOIIEHHO-
ctu. IlepeHecna B paHHEM HEOHATaJbHOM I€PUOAE BHYT-
pUYTPOOHYI0 MH(MEKIIMIO 03 YETKOro ouara JOKaJIu3alui,
HaxoJIuJach Ha CTAlMOHAPHOM JIEYEHUU B 00JACTHOM IeT-
CKOI KIIMHUYECKOI OOJIBHUIIE TT0 MECTY KUTEIbCTBA.

Oocaenoanne. ITo manneiM Y3U mocne poxiaeHUs
B TPaBBIX OTAEIaX OPIOIIHONM TOJIOCTU BU3YaJTU3UPYyETCsI
KHCTO3HOEe obpaszoBaHMe 59 X 40 X 4] MM (KucTa sIU4-
Huka? sHTepokucrta?). [Ipn ocMoTpe B HMKHMX OTAeNaxX
OpPIONIHOM TIOJIOCTH CITpaBa MaIbIIATOPHO OIPEIeIsIeTCs
OKpYyIJIoe 06pa3oBaHKe 10 6 CM B IMaMeTpe, MSITKOJIACTH-
YeCcKOi KOHCHUCTEHIUM, MOIBUXHOE, 0e300Je3HeHHOe,
CHMIITOMBI pa3apakeHus OPIOIIMHBI OTPUIIATEeIbHBIC.

[NanmeHTKa KOHCYJIBTUPOBAaHA THHEKOJIOTOM, BBICTAB-
JICH TIpeIBapUTENbHBIN KIMHUYECKWI OUarHO3: KHCTa
MPaBoOro SUYHUKA, IJIs1 JO0OOCIeNOBaHUSI PEKOMEHIOBAaHO
nposeaeHue Y3U OBII.

Status genitalis: Hapy:XHBIC ITOJIOBbIE OpPTaHbI Pa3BUTHI
MIPaBWIBHO, TI0 XEHCKOMY THUTTy. Bosbline mojioBbie Iryobl
He TMOJHOCTbIO MPUKPBIBAIOT Majible. KiuTop He rurnepTpo-
(uposaH. KoxXHBII MTOKPOB U CIM3KUCTAs B 0071aCTU HAPYXK-
HBIX TTOJIOBBIX OPTaHOB (DM3MOIOTUICCKON OKPACKH, HE W3-
MeHeHbl. [MMeH 6axpomuaThlii, clierka 3CTPOTeHU3UPOBaH
(TostoBOI#1 Kpu3), Ha 6 yacax ycJIOBHOIO HudepodiaTa — BbI-
POCT IeBCTBEHHOM IJIEBBI IJIMHOM 10 5 MM (ITOJIAI TMMEHA).
Brimerenuit n3 monoBeIX mmyTeit HeT. OTMedaeTcs Harpyoa-
HUE MOJIOYHBIX Xeje3 (mojioBoi Kpu3). CTanusi MoJoBOro
pasuTtus o Tanner 2 (B2 Pbl Me abs). Ha 19-e cyTku xu3-
HU 1ipu KoHTpoJibHOM Y3M OBII mexmerenbHo B TpaBbIX
OTeNIaX OPIOIIHON ITOJOCTU BHU3YaIM3UPYETCs] KMCTO3HOE
00pa3oBaHKe pa3sMepOM 0K0JI0 61 X 42 X 45 mm, aBacKyJisIp-
HOE MpY LIBETOBOM JOIIIJICPOBCKOM KapTUPOBAaHUM, C He-
OIHOPOIHBIM TUIIEPIXOTEHHBIM COIEPKMMBIM B TIPOCBETE,
B IPaBO¥ ITOAB3IOUIHON O0JIACTH OIIpenessieTCs] He3HAUM-
TeJIbHOE KOJIMYECTBO CBOOOMHON XUAKOCTH, METIA KULITKU
HE paclllMpeHbl, TIepUCTATbTHKA PErucTpupyeTcst (puc. 7).

JuddepeHmanbHplii TMArHo3 ObLT TPOBEAEH MEXIY
KHACTOU SIMYHWKA, SHTEPOKHCTOM, 00pa30BaHUEM MOYEC-
BbIneauTebHON cucteMbl. [IpoBenénnoe Y3 OBII no-
3BOJIMJIO YTOYHUTH TUArHO3 O OTIEpAIMU U TTOATBEPANTD
€ro MHTpaoIepalioHHO.

Jleyenne. ITokazaHnem K omnepaiuyl SIBUJIOCHh HAJTUIME
00BEMHOTIO 00pa30BaHUS OPIONIHOW MOJIOCTU OOJIBIIUX
pa3MmepoB (0ojiee 4 ¢cM B IMaMeTpe), JOCTYM JarnapocKo-
nuyeckuii. [Tpu peBusuu OMT ycTaHOBIEHO, YTO MpaBbie
IIM npencraBieHbl 0Opa30BaHUEM OKOJIO 6 CM B JTUAMET-
pe, TEMHO-KOPUYHEBOTO 1IBeTa C IpM3HAKaMM HEKpPO3a,
TKaHb IMYHUKA HE OIpeAessIeTCsI, BU3yalIM3UPYeTCs] TOH-
KU TIepeKpyYeHHBIN TSLK K YTy TTpaBoil MATOYHOM TpyObl
(puc. 8). MHTpaomnepallmoOHHO NTUAarHOCTUPOBAH aHTEHA-
TajbHbIN nepekpyT [IM cripasa.

IIM cnpaBa ynaneHbl. OnepallMOHHbIA MaTepual OT-
MpaBjieH Ha MaTOMOP(OJIOrnYecKoe TMarHoCTUIEeCKOe UC-
cienoBaHue (puc. 9).

ITatromopdonornyeckoe uccienoBanne: BO (hJaKoOHE
OIIHO TIOJIOCTHOE 00pa3oBaHMe pasmMepoM 6 X 4 X 4.5 cm
¢ ¢parMeHTOM MaTOYHON TPyOblI, MOBEPXHOCTb CEpOBa-
TO-KOpHUYHeBOro 1BeTta. HapyxkHasi cTeHKa oOpa3oBaHMSs
TIpeICcTaBlIcHAa TOHKUM CIIO€M Hapy>KHOUW TeKU C CIMHUY-
HBIMH TTPUMOPINATBLHBIMU (hOJTUKYIaMU. BHYTpeHHSIS Te-
Ka 1 CONepXKUMOE TOJIOCTU TMPeaCTaBIeHbl HEKPOTUYECKU -
MM MaccaMU C y9acTKaMu IeTpudukanmu. MarouHas Tpy-
0a B COCTOSTHUU HeKpo3a ¢ 1 y3HBIMHU KaIbIIMHATAMM.
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3aKkiToueHNe: HeompeneaEHHbIE KUCTHI
C HEKPO30M, 0UaroBoii neTpudukamnmei.

JIuaamuka m ucxompl. ITocacomepallMOHHBIN TIEPUOL
MPOTEKaJI YIOBJIETBOPUTEIBbHO. KIMHWYECKMIA pe3ysIbTar
JIeYEHUSI JOCTUTHYT B MIOJTHOM 00bEéMe, peOEHOK BhIITUCAH
JIOMOI1 Ha 5-e mocieornepalOHHbIE CYTKH.

Ilporno3. PexomeHgoBaHO HaOJIOAEHUE TMeauarpa,
JIIETCKOTO XMpPypra, TMHEKOJIOTA, JIETCKOTO SHIOKPUHO-
JIOTa MO MECTY XKUTENbCTBa, KOHTpoJab Y3 OMT uepe3s
1 Mec TocJIe oTrepaTUBHOTO JIeueHNsI. BBy MMerommxcst
SIBJICHUI TTOJIOBOTO Kpu3a (HarpyoaHue MOJIOYHBIX XKeJE3,
JIETKasl 3CTPOTCHMU3ALMS HAPYKHBIX ITOJIOBBIX OPTaHOB)
U TMOJIMIIa TUMEHa HeoOXOAMMO MUHaMHUYecKoe HabJio-
IeHe THHEKOJIOTOM IT0 MECTY XKUTEJIbCTBA, B TNTAHOBOM
MOpSIAKE MOKa3aHO MPOBEACHUE OBApUOTNEKCUM KOHTP-
ajjaTepajJbHOTO SIMYHUKA IUISI COXPaHEHUSI PEelpomyK-
TUBHOW (PYHKLUMW W HUBEJIMPOBAHUS pUCKa IEepeKpyTa
neBbix [IM.

SANYHUKOB

Oo0cyxnenne

AHTeHatanbHbli niepekpyT [IM — penkoe, HO MOTEH-
LIMAJIbHO YIpoXarollee PernpoayKTUBHOMY 3I0POBBIO CO-
CTOSTHHUE, KOTOpoe yaie nuarHoctupyetcs B 111 rpumecTpe
oepeMeHHoCTH [1]. HecMoTps Ha Mpokoe pacrpocTpaHe-
HUE MpeHaTaIbHON ¥Y3-IMarHOCTUKH, TOCTOBEPHBIX 3XO-
rpacdrueckux Mpu3HaKoB Iepekpyra I[IM He BBISBIECHO,
a BOTIPOCHI JICUCOHOM TAKTUKM TTPU BHISIBIICHUN KMCTO3HBIX
obpazoBaHuii I[IM moma ocTarOTCs AMCKYCCHOHHBIMU.
I'pamoTHas nperpaBuaapHas MOATOTOBKA Matepeil u Y3U
B OIWHAMUKE HOBOPOXICHHBIM C BBISIBICHHBIMU KHCTO3-
HBIMM 00pa30BaHUSIMU HEOOXOIMMBI JIJIsI CBOEBPEMEHHOI
JIMAarHOCTUKY aHTEHATAJIBLHOTO TIEpeKpyTa MPUIATKOB MaT-
ku. I[ToctaHoBKa OepeMeHHOI Ha YYET B PEKOMEHIOBAH-
HBII CPOK U peryJIsipHbIe KOHCYJIbTAIIMU C BPauyoOM aKyIIle-
POM-THHEKOJIOTOM ITO3BOJISTIOT MaplIpyTU3MPOBaTh HOBO-
POXIEHHOTO C KMCTAaMU SIMYHUKA B CIICLIMAIN3POBAHHBII
XUPYPTrUYECKUil CTalMOHAp M BBINOJHUTH OMEpPaTUBHOE
JIe9eHNUe 110 ITOKa3aHUSIM B Hanmbojee KOpOTKHe CPoKH. Ta-
KM 00pa3oM MOXHO M30eXaTh OCJIOXKHEHUI BBUIY Tepe-
kpyta I[IM ¢ Hekpo3oMm. [Ipu mINTEIbHO CYLIECTBYIOLLIEM
nepekpyte [IM ¢ HEKpo30M BBICOK PUCK OCIIOXHEHUI,
TakMX Kak Tpom003bl [11, 15], MH(pEKIMOHHO-BOCITAIN-
TEJIBHBIN TIPOIIECC, YaCTUYHAs (TIPU OTHOCTOPOHHEM Tiepe-
kpyte IIM ¢ Hekpo3oM) win nosHas (IIpy IBYCTOPOHHEM
BOBJICUEHUH) yTpaTa PernpoayKTUBHOM dhyHkumu [16, 17].
Crnenmyer OTMETUTh, YTO OCOOEHHO MaJjio CBEAECHUI O IBY-
CTOpoHHUX (hopMax Trepekpyta [TM, KoTopble ITPOTEKaOT
C aTUTNTUYHON KIMHUYECKON KapTUHOI U TPeOYIOT UHAUBU-
IyaTbHOU TAKTHKHU XUPYPTUIECKOTO JIeueHU [ 14].

3akJnouenue

VYxazaHHBIC (DOPMBI aHTEHATAJIBLHOM ITaTOJIOTWU Tpe-
OyI0T 0cO00ro BHUMAaHUS U KOMITJIEKCHOTO TOJAX0Aa, Mo-
CKOJIKY OTCYTCTBME CBOEBPEMEHHOIO BMEIIaTeIbCTBA
MOXET MPUBECTU K CEPbE3HBIM OCJIOXKHEHMSIM, BKIIIOYAsI
TIOTEPIO PETPONYKTUBHON (PyHKImU. HecMoTps Ha pem-
KOCTb BBISBJICHMS, HEOOXOIMMa BBICOKAsT HACTOPOXKEH-
HOCTB CO CTOPOHBI CITELIMAIMCTOB Y 3-TMarHOCTUKI, YTOOBI

ORIGINAL ARTICLE

Puc. 8. Kimuanyeckwuii ciryyait 2. UHTpaomnepaloHHas KapTUHa.

B oGnacTtu npaBbIx pUAATKOB omnpenenseTcss 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. Kimnauueckuit ciydait 2. MaKpocKOTUYECKUIT BUI
yaaja€HHbIX MpaBbix [TM.

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

CBOEBPEMEHHO BBISIBUTB 3TH (DOPMBI ITATOJIOTUH. DTO 00ec-
MEeYUT BO3MOXHOCTb ISl TPeHATAIbHOTO KOHCYTbTUPOBA-
HUSI CMIEUATUCTAMY MYJbTUIMCIUIUIMHAPHONW KOMAaHIIbI:
JNETCKUM XUPYPTOM, aKylIEPOM-TUHEKOJIOIOM M TMHEKO-
JIOTOM JIETCKOTO M IOHOIIECKOTO BO3pacTa, 4To KpaiiHe
BaXXHO JIJIS1 TUTAHUPOBAHUS POAOPA3PEIICHUS] B YCIOBUSX
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OPUTMHAJIbHAA CTATbA

aKyIIepCKOTO CTallMOHAapa 3-TO YPOBHS M MOCJEAYIOIICH
MapupyTuzauuy maiueHToK. CBOeBpeMEHHOE BbISIBIIE-
HUe Tpeapacrnoiaraoimx (GakTopoB MpU MpeHaTaJbHOM
VY3U1 1 HacTOpOXKEHHOCTh CIEeLUATUCTOB MO3BOJSIIOT 3a-
MOJ03PUTh OCIOXHEHHBIE (POPMBI KMCTO3HBIX 00pa30oBa-
HUI1 ¥ CBOEBPEMEHHO BBITTOJHUTH ONEpaTUBHOE JICUEHUE.
BrIO0Op ammapocKONMMyYecKoro IOCTyrna Mpu KUCTax SIMd-
HUKa U UX TepeKpyTe ¥ HOBOPOXKIEHHBIX SIBJISIETCS 30J10-
TBIM CTAHIAPTOM XUPYpTrAUYecKoro jedeHus. [ToryyeHHbIe
JNaHHbIE MOTYT CJIY>KUTb OCHOBOM 17151 pa3pabOTKM YETKUX
aJITOPUTMOB BeIEHUSI HOBOPOXIEHHBIX C JAHHOI TMaToJI0-
TUeil, YTO MO3BOJUT ONTUMU3UPOBATH UX JIEUEHUE U COXpa-
HUTb PEMPOAYKTUBHOE 3M0POBbE MalMEHTOK.

BbaarogapHocTb.

ABTOpBI  BBIpaXKalOT TMPU3HATEIIb-

HOCTb 3a IOJATOTOBKY KJIMHUYECKMX HAHHBIX MAllMEHTOB
1 MHTpaoIlepalluOHHBIX (poTorpaduii JETCKUM XUpypram
N.B. Kapnyre u @.C. [TunosgH.
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Topakockonuyeckoe jiedeHre SMIUEMbI IJIeBPbI Y IeTeil: 3HAYMMOCTbh OMOMAapKepoB
B POTHO3MPOBAHUH HCXO0/I0B

TamkeHTCKUi rocyaapCTBEHHBIN MEAUIIMHCKUI YHUBepcuTeT, TamkeHT, Pecyonuka Y30ekucTaH

Pesiome

Beenenne. Ommnuema reBpsl (DI1) y neteii siBisieTcs cnoxHoi (opmoit maronoruu. HecMoTpst Ha KIMHUYECKUE YCTIEXH,
OCTAaIOTCSI AaKTyaJbHBIMM 3a1a4¥ MHIAUBUIYAIBHON OLIEHKM TSKECTH TeUEeHMsI M IPOTHO3MPOBAHUS UCXOAOB Y neteit ¢ OI1.
B 271011 cBsI3U 0c0O0€E 3HAUEHME TIPUOOPETAIOT OMOMAapPKEPHI, OTPaXkKAIOIINe MHTEHCUBHOCTh CUCTEMHOTO BOCTIAJICHUS U I~
HaMMKy peKOHBaJlecLeHUUM y aeTeil. KonmnuecTBeHHBbIN aHaIu3 U3MEHEHUN colepKaHUsl 3TUX OMOJOTMYECKN aKTUBHBIX
COCMHEHMIT TI03BOJISIET BBISIBIISITH OOJIbHBIX C BBICOKMM PUCKOM OCJIOXKHEHUH, IIPOTHO3UPOBATh TMHAMUKY BOCCTaHOBJIE-
HUS ¥ ONITUMU3UPOBATH TAKTUKY JieueHusl. Llean: onpenennts KnmHnuecKyio 3(hheKTUBHOCTh TOPAKOCKOMMYECKOTO Jieue-
nHust DI1 y neteii M 3HAYMMOCTh GMOMapKEePOB B TPOrHO3MPOBAHMY KIIMHUYECKUX UCXOJIOB.

Marepuaisi u metonpl. O6cienoBaHo 126 neteit B Bo3pacte ot 1 10 17 jet ¢ auarHo3om octpoit DI, KOTopble POXOau-
JIM cTallMOHapHoe JeyeHre. bosibHbIe ObUTM pacrpene/ieHbl Ha JABe TPYIIIbl: OCHOBHYIO cocTaBuiu 65 (51,6%) nmeteii, Ko-
TOPBHIM Ha paHHEM 3Talle BBIITOJHUIOCH BUIEOTOPAKOCKOITMIECKOE BMEIIATeIbCTBO, B TPYIIIY CPaBHEHUS ObLT BKIIOUEH
61 (48,4%) GonbHOI, notydaBLInii JeueHre DI1 6e3 TopakocKomuu. Y BceX O0JIbHBIX OIPEAe/IsIN KOHLIEHTPALUKY O1oMap-
KEepOB B KPOBM: JI0 OIIepalnu, yepe3 24 4 rocjie BMeIaTeJIbcTBa M Ha 3-U CYyTKHM rocJie oneparuu. KoanyecTBeHHbBII aHATU3
KaTeX0JIAMUHOB (aIpeHAINH, HOPAJPEHAIMH) BBITIOHSUIA METOIOM BBICOK02(h(MEKTUBHOI XUIKOCTHOM XpoMaTorpaduu.
ConepxaHue KOpTU30Ja, HUTOKUHOB, J1akTaTa, C-peakTUBHOTO OeiKa M MPOKaJbLUTOHUHA ONpeaesiii UMMYHOXUMUYE-
CcKUMU MeTonaMu. Bee mosrydeHHbIe TaHHbBIe 00paboTaHbl CTATUCTUYECKH.

Pesyabratel. Y neteii ¢ DI1 conepkaHne KOpTU30Ja, aipeHalMHa M HOpaJpeHaJHa B KPOBU OBLIO CYIIIECTBEHHO YBEJTNYEHO
10 CPAaBHEHUIO C YPOBHSIMU Y OOJIbHBIX TPYIIITBI CPAaBHEHMS. Y POBEHb IIPOKAIBIIUTOHNHA Y GOJIbHBIX OCHOBHOM I'PYIIITBI ObUT
yBenudeH Oosee yeM B 3,5 pa3a, UTO yKa3bIBaeT Ha TeUeHUE TSKENO OakTepuanbHoi nHbekun. KoHIeHTpauy MuToKu -
HOB (MHTePJeHKIMHOB-6, -10 1 hakTOpa HEKpO3a OMyXOJM-0) B KpoBU neTeii ¢ DIT Takke ObLIM 3HAYUTEIbHO YBEJIUYEHBDI,
YTO OTpaXkaeT TeueHNe aKTUBHOTO BOCTIAJIUTENILHOTO TIpoiiecca. Y 60JbHBIX OCHOBHO I'PYIIITHI ITOCJIE BHITTOJIHEHWST paHHEH
BHUIEOTOPAKOCKOTIMY BBISIBIIEHO MEHbIIIee TOBBIIIIEHNE YPOBHEN OMOMapKepoB BOCMAJIeHUsT B KPOBU, UTO CBUAETENLCTBYET
00 3¢ heKTUBHOM BOCCTAaHOBJIEHUHU TTOCIIE oTiepalinii. MOHUTOPUHT U3MEHEHUI 3TUX OMOMapKepOB MPU KOMITIEKCHOM Te-
parnuu D11 y neTeii MO3BOIMIT ONTUMUZUPOBATH JIEYCHUE U YIIYIIIUTh KITMHUIeckre uexomsl DI1.

3akmouyenne. OrpereneHa HEOOXOAUMOCTb PAHHETO MPUMEHEHUST BUIEOTOPAKOCKOMMYECKOTO BMEIIATeIbCTBAa U UCTIONb-
30BaHUST OMOMapKEPOB KaK 3HAYMMBIX KPUTEPUEB ONTUMU3AINY JieueHus nereit ¢ DI1.

Kirouessie ciioBa: demu; amnuema naeepol; KaAmexoiamunbl;, NPOKAAbUUMOHUH, UHMEPACUKUHbL, MOPAKOCKONUYECKUe 8Melld-
menvcmea, QheKmusHocms AeueHus
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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
OCJIOXXHEHHMEM JIECTPYKTUBHOM IMTHEBMOHUHU, KOTOPOE JIJTH -
TEJIbHO MPOTEKAET, MOXET IIPUBOAUTDH K TOCIIUTATA3AIINI
1 BbIpaXKEHHBIM HapyIIeHUSIM (PYHKIIMOHAJIBHOTO COCTO-
SHUs pecrniupaTopHoit cucteMsl [1-3]. B 90% ciyuaeB
OIl y neteii BO3HUKAET KaK OCJIOXHEHUE OaKTepruaTbHON
MHEBMOHUM. TUMUYHBIE BO30YIUTEIMN 3a00eBaHus B Ie-
nuarpudeckoit mpakruke: Haemophilus influenzae Tuna B,
Streptococcus pneumoniae, Staphylococcus aureus [4—T7].
Pa3BuTnio THOWHO-IECTPYKTUBHBIX OCIOXHEHMIT CITO-
COOCTBYIOT CHMXKEHUE UMMYHUTETA, TTO3HEe HAaYaI0 Win
HeTpaBWJIBHBIN MOI00p aHTUOMOTUKOTEPATINH, NH(MUIIN-
pOBaHME BBICOKOBUPYJIEHTHBIMU IITaMMaMU OaKTepHii.
PaszButue DIl HaumHaeTcss ¢ BOCHAIUTENILHOM peakiuu
¥ TIOBBIIICHUS TPOHUIIAEMOCTH KalWUISIPOB, YTO CITO-
CcOOCTBYET BBIXOAY >KMAKOW 4acCTU KPOBU B TUIEBPATbHYIO
TOJIOCTh. B 9KccymaTe mpucyTCTBYIOT OaKTepHUy, KOTOPHIC
AKTMBHO Pa3MHOXAIOTCSI U BBI3bIBAIOT COOTBETCTBYIOIIIEE
MOBBIIIIEHNE YPOBHSI JeHKouMTOB. Korma KoamdecTBo
JIEWKOIIUTOB JIOCTUTAET KPUTMUYECKOW MAaccChl, 3KCCyaar
CTAHOBUTCS TYCTBIM W MYTHBIM, IIPUOOpETaeT KEITHII
WM 3eJIEHOBaThIil OTTeHOK. Pe3opbinst aKccynata dyepes
TUIEBPY HEBO3MOXKHA, [TO3TOMY IPU HaKOIJICHUU OOJIbIIO-
ro 00BEMA KUIKOCTU TIPOUCXOIAUT IMIPOPHIB THOST B OpOH-
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XUaJIbHOE JePEBO MU HapyXKy 4epe3 TPYIHYIO CTEHKY [8].
I'HOVHO-IeCTPYKTUBHBIN TTPOLIECC COMPOBOXKIAETCSI CHU-
KeHrneM (QUOPUHOIUTUYECKONH aKTUBHOCTU. DTO CIO-
COOCTBYET Mepexoay SKCCYTaTUBHOM (hOpMBI BOCTIAICHUS
B NposiudepaTUBHYIO.

Brigensior 3 cramum 60yIe3HM:

* JKCCyIaTUBHAsl KaK HavyajJbHBIN nepuon DI1 y ne-
TE€W, KOTOPBI XapaKTepU3yETCs CKOIUJIEHUEM WH-
(bumpoBaHHOTO 3KCCyaaTa B OJIOCTU ILIEBPHI;

* (pMOPUHO3HO-THOMHAs paccMaTpUBaeTCs KakK pas-
BEpHYTasl cTanusi 0OJIe3HU, KOTOpPasl MPOSIBISIETCS
OOJIBIIIMMU CKOTUICHUSIMU THOSI U (hOPMUPOBAHM-
eM (prOpHMHOBBIX BOJIOKOH B ITOJIOCTH ILJIEBPHI, IIPU
3TOM 00pa3yIOTCS PhIXJIbIE CPAILICHUS MEXKAY JUCT-
KaMU TUIeBpbl U (hDOPMUPYIOTCS KapMaHbl ¢ THOM-
HBIM COJIEP>KMMBIM;

* cTamus opraHu3aluu sBisieTcs (a3oil 00Je3HHU,
IJIST KOTOPOI XapaKTepHbl MPOYHBIE TLIEBpallb-
HblE CIalilku W pyOlbl, 3aTPyJAHEHUS MpPU pac-
NpaBJeHUU JIETKOro BO BpeMs Baoxa. Ha artoii
CTaAuU TaKXe IMPUCYTCTBYIOT CKOILJIEHUSI THOS,
OTTPAaHUYEHHBIE COECNUHUTEJIbHOTKAHHON Kall-
cynoii [9, 10].

HecMoTpsi Ha mocTuxkeHUsI, JieUeHUEe OCIOXHEHHBIX
dopm DI y nmereii mo-mpexkHeMy BbI3BIBAET TPYIHOCTH,
0COOEHHO B orpeaeeHuM 3(h(MEKTUBHOCTHU JEUSHUSI, OTI-
TUMaJIbHOTO BpEMEHU 1 MeToa BMemmaTenbeTsa [10, 11].
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BuneoaccuctupoBaHHass TOPaKOCKOITMUYECKas XHUPYp-
rust (BTX) crana ogHUM M3 YacTO MCIIOIb3YeMbIX METO-
JIOB XHUpyprudyeckoro jedeHust DI1 Omaromaps cBoeil Mu-
HUMAaJbHO WHBA3WBHOI TIPUpPOIE M OJArONMPHUSATHBIM pe-
gyapTaTaM. BTX sBisieTcsa 6e3omacHbIM U 3((HEKTUBHBIM
XUPYPrUYeCcKUM MeTomoM mpu nerckoit DI, He mommaro-
melics MeAuKaMeHTO3HoMY JeueHuto [12—14]. Pannee
BMEIIATEeJbCTBO CBSI3aHO C OJIATOMPUSTHBIM BBI3NOPOB-
JICHUEM, MUHUMAJIBHBIMU OCJIOXHCHUSIMA Y XOPOIITUMU
oTmajnéHHbIMU pe3yiabTaTamu. BTX criemyer paccmaTpu-
BaThb KaK OCHOBHOI xupypruuyeckuii nmoaxon npu OIT I1
u 111 craguit y nereii [15—17]. Topakockonuueckasi Xupyp-
rvsl 3apeKoMeHIoBaa cedsl KaK MMUHUMAJIbHO WHBA3UB-
HBI 1 BEICOKOA((PEKTUBHBIN MeTOJ paHHeTo JieueHus D11
y neteii [17, 18]. ITo cpaBHEHMIO ¢ TPATULIMOHHOM OTKPHI-
TOW TOPAKOTOMMEN, BUICOTOPACKOMUYECKOE BMENIATENb-
CTBO MUMEET PsIJl IPEUMYIIECTB, BKJIIOUasi CHIDKEHUE IOCIe-
OITepallMOHHON 0OJIM, COKpallleHWe CPOKOB IPeOBIBAHMS
B O0JIbHUIIE, O0JIee OBICTPOE BOCCTAHOBIEHUE U MEHBIIIYIO
obmryto 3aboneBaemMocTthb [12, 15, 19]. TeM He MeHee KiIu-
HUYECKNE MCXOMBI TTOCIEe TOPAKOCKOIMMICCKUX OIIepaInii
pa3IMYalOTCs y pa3HbIX OOJBHBIX, UTO OMpenessieT Heoo-
XOIMMOCTD MOMCKA HaAEXKHBIX ITOKa3aTesei 1T IPUHSITUS
pelleHuit o JeYeHUr 1 onTuMu3anuu yxoaa [20].

B nocnenHue ronbl ocoboe BHUMaHWE MPUBJIEKAIOT OMO-
JIOTUIECKN aKTHUBHBIC COSNMHEHMSI, KOTOPhIE HETOCPEICT-
BEHHO OTPaXKaloT YPOBEHb BOCMTAIUTETbHON PeaKInu, OKHC-
JIUTEJIbHOTO CTpecca U CIIOCOOHOCTh PaCcTYILEro opraHu3Ma
K BoccTaHoBeHuIo [21]. OnpeneneHue n3MeHeHWi ypOBHEH
OMOMapKepOB MOXET CIIY>KUTh BaXKHBIM MHCTPYMEHTOM TSI
MPOTHO3MPOBAHUS TSIKECTU 3a0osieBaHUs M 3(PHEeKTUBHO-
CTU TIPOBOAMMOTO JieueHus [22]. AHaIU3 TMHAMUKY CONIEP-
JKaHUST 9TUX OMOMapKepoB B COYETAHUM C KIIMHUIECKUMU
U PEHTTEeHOBCKUMU TAaHHBIMU MOXET IPEI0CTaBUTh LIEHHBIE
CBEICHMS IS CTpaTU(UKAIINN PUCKOB Y MHINBUIYATBHOTO
TUITAaHUPOBAHUSI JieueHUs1 00IbHBIX [23].

OnpeneneHue 3¢GEKTUBHOCTU TOPACKOTTMYECKUX BMe-
IIAaTeJILCTB B COUCTAHUN C aHAJM30M M3MEHEHUU Comep-
>XaHus OroMapKepoB B KpoBu aeteit ¢ DI saBnsercs upes-
BBIYAHO aKTyaJIbHBIM. Takue ucCaeIOBaHMSI CIIOCOOHBI
VIIYYIIATh TPUHSITHAC KIMHUICCKUX pEllIeHU, TTOBBICUTh
3¢hMEKTUBHOCTD JIEYEHUsI, CHU3UTh PUCK OCJIOXHEHUIA
M CIIOCOOCTBOBAaTh pa3pabOTKe IIPOTOKOJOB JIEUSHUSI
OCJIOXHEHHBIX (hopMm DI y neteit Ha OCHOBE MTPUHIIUIIOB
JIOKa3aTeJbHON METUIIHBI.

Iean: onpenennTh KIMHUYECKYIO 3(PHEKTUBHOCTD TO-
pakockonuueckoro jedeHus D11 y gereil U 3HaYNMOCTh
OrOMapKepoB B MPOTHO3MPOBAHUU UCXOIOB.

MatepuaJibl 1 METOIbI

O6caenoBano 126 nereii B Bo3pacte oT 1 roma 1o 17 jet
¢ ArarHo3oM octpoit DI1, KOTOpbIe TIPOXOIMIA CTAIlAO-
HapHOe JieueHHe. BosbHBIe OBUTM pacripefesicHbl Ha JIBe
IPYNIIBL: OCHOBHYIO coctaBwin 65 (51,6%) nereil, Ko-
TOPBLIM Ha paHHEM OJTare JICYEHUS BBITONHSIA XUPYP-
IMUYECKOE  BUICOTOPAKOCKOIMMYECKOE BMEILIATEIbCTBO,
B IPYyMITy CpaBHEHUS ObLI BKIIIOUEH 61 (48,4%) GOJNBHOIA,
MOJIyYaBINNii KOHcepBaTUBHOE JeueHne DI 6e3 Topako-

CKOITMU C TIPUMEHEHHNEM 10 TTOKA3aHUSIM APEHUPOBAHUS
TUIEBPAJIbHOM MOJIOCTH.

Kpurepun BKIIOUEHUS: TOATBEPXIAEHHBI AUArHo3
octpoii DI1, Bo3pact 1—17 ner, cornacue poguTeeii Mim
3aKOHHBIX IIPEICTaBUTEIICH Ha yU4aCcTHE B UCCIICAOBAHN.

Kpurepnn WCKITIOUCHUS: TSDKEIbIE COITYTCTBYIOIINE
3a00J1eBaHUsI (CepAeUHO-COCYIUCThIC, SHIOKPUHHbBIE, OH-
KOJIOTUYECKHME), MMMYHOCYIIPECCUBHAsI Tepamus, OTKa3
pommTeIeii/OMmeKyHOB OT YIaCTHsI B NCCIICIOBaHUM.

Bce 0OoibHBIC, UX POAUTEIN W OMEKYHBI ITONITUCAIIN
OOPOBOJIbHOE MHGMOPMUPOBAHHOE COIJIache Ha IpoBe-
JIeHWe UCCaeNoBaHui. In3aiiH U MEeTOIBl MCCIIeTOBaHUS
OBLIN 0TOOPEHBI JIOKATTEHBIM 3THYECKIM KOMUTETOM.

OCHOBHBIE 3TaITbl JieYeHUsT 65 neTeil OCHOBHOM TPyII-
nel ¢ DI Briroyanu npenonepalmoHHY0 aHTUOUMOTUKO-
Tepanuio W IPOBEACHME BHICOCKOIMMYECKM-aCCUCTUPO-
BaHHBIX TOPAKOCKOIMYECKUX OIlepallfii, KOTOpPHIC BHI-
TIOJTHSIJTUCH C TIOMOIIIBIO 9HIOCKOTTMYecKoi cucteMbl Karl
Storz. BusyanbHylo OlLIEHKY 00béMa THOMHOTO CONepKu-
MOTO, XapakTepa IJIeBpaJIbHbIX TIEHOK M CTeNeHu (huod-
PUHO3HOTO TTOPaXXeHUSI TIIEBPHI TTPOBOMAMIN C TTOMOIIBIO
BUJIeOKaMephl. BBITTOTHSIN aciupalinio THOMHOTO 3KCCY-
JlaTa ¥ MPOMBIBAaHUE TUIEBPAIBHOM MOJIOCTH CTEPUIIBHBIM
aHTUOAKTepUAIbHBIM PACTBOPOM, aKKypaTHOE HCCEUCHNUE
CITaeK WJIM yIaJeHHUE TUIOTHBIX TUIEHOK, TIPETISITCTBYIOIINX
pactmpeHuio JIETkoro. B KoHIle omnepaiiuu mpoBoauiIach
yCTaHOBKA OJHOTO MM HECKOJBKUX TPEHaXE JIJIsT 9BaKy-
alluy XUIKOCTH M KOHTPOJIST 32 BOCCTAHOBJICHUEM ILIEB-
panbHoM rtostocth [18]. Y 61 G0IbHOTO TPYIIIBI CPABHEHUS
TIPOBOIMJIN KOHCEpBAaTUBHOE JIeUCHHE aHTUOMOTUKAMMU,
IBIXaTeTbHYI0 THMHACTHKY, (DU3HOTEeparieBTUICCKIE TIPO-
LIeayphl, HAOJIIOIEHUE B CTallMOHAPE 10 CTAOMJIM3aIIUU CO-
CTOSTHUSI, TIPY HEOOXOMUMOCTH — IPEHUPOBAHUE W TIPO-
MBIBaHWE TIEBPATBHO TTOJIOCTH.

YV Bcex 00JIbHBIX ONPeAessiiiu KOHIEHTpallUY OMOMapKe-
POB B KPOBHU: 3a00p KPOBHU JI0 OTIepaliiy MPOBOIWIU C 1IEJIbIO
omnpeaesicHUS X UCXOMHOTO YPOBHS, uepe3 24 4 Tocjie BMe-
IIaTeJTCTBA — JUTSI OIICHKM PeaKlMM OpraHM3Ma Ha XUpyp-
rMYecKoe JieYeHrue, Ha 3-M CYTKU TociIe omneparuu — JUist
aHaju3a JUHAMUKK BOCCTAHOBJICHUSI M amamnTalu OOJIb-
Hbeix. ComepxKaHue KOPTU30J1a OIpelIeisiii UMMyHodep-
MeHTHbIM MeTonoM (ELISA) ¢ momouipio HabopoB DRG
Instruments GmbH. KoHueHTpalu kaTexoJaMUHOB (aape-
HaJIMH, HOpaJIpeHaIH) U3MEPSIIM METOIOM BBICOKO3((heK-
TUBHOM XUJKOCTHOI Xpomarorpaduu, aHaJIi3 BHITOIHSIIN
Ha cucreMe Azura HPLC-DAD (Knauer), ocHalugHHOM
netekropoM DAD. YpoBHU LIUTOKMHOB — UHTEPJIEHKMHOB
(N)-6, -10 1 dakropa Hekposa omyxonu-o (PHO-a) —
onpenenstn MetonoM ELISA ¢ ucronb3oBaHreM KOMMEp-
yecknx HabopoB BioVendor mjis1 cCBIBOPOTKM KPOBU YeJIOBE-
Ka. AHaJIM3 BBITIOJTHSIT Ha aBTOMaTru4deckoM puaepe Thermo
Scientific Multiskan FC npu ontuueckoii miotHoctr 450 Hm.
ConepxkaHue JJaKTaTa OIpenesuid Ha OMOXUMITIECKOM aHa-
m3arope BS-200 (Mindray) MetomoM (epMeHTaTMBHOTO
aHanmuza. M3mepenue copepxanusi C-peakTUBHOTrO Oef-
ka (CPB) npoBoawiu ¢ MOMOILBI0O UMMYHOTECTUPOBAHMSI,
a TpoKajmbuuToHMHA — MeToaoM ELISA u maboparopHoro
ocHamieHug Thermo Fisher Scientific.
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CTaTUCTUYCCKUI aHATN3 BKJIIOYAJ OLIEHKY HOpMaJThb-
HOCTH pacIipeie/IeHUs] JaHHBIX, CpPaBHEHWE TPYIII ¢ T10-
mouibio t-tecta uau U-tecta MaHHa—YUTHU, aHaIuU3
IUHAMUKHM IIOoKa3aTejlei ¢ ucnosab3oBaHueM ANOVA
IIJIS1 TIOBTOPHBIX M3MepeHuit. Ctatuctuyeckass oopadoT-
Ka TpoBOAMJIACH ¢ MOMOoIIbio mporpamMmmbl IBM SPSS
Statistics v. 26.0 (IBM Corp.). Paznuuust cauranu 3Hauu-
MbIMU Tipu p < 0,05.

Pe3yabTaTs

V 6osbHBIX OCHOBHOM rpymmbl ¢ D11 10 BbIMOJHEHUS
TOPAKOCKOITUM  BBISIBISIIUCH  YMEPEHHO TIOBBIIIICHHBIC
YPOBHU BOCHAMTEIbHBIX OMOMapKepoB: KOPTU30Ja, Ka-
TEXOJIAMUHOB (aIpeHalMH, HOpaApeHaJIWH), IIUTOKUHOB
(NJ1-6, ®HO-q), nakrata, CPb 1 npokaibLUUTOHUHA. DTU
TTOKa3aTe I OTpaXkaJld CUCTEMHYIO aKTUBAIIUIO (PYHKIINO-
HaJIbHBIX CUCTEM PACTYIIIET0 OpraHMu3Ma B OTBET Ha MH(EK-
LIMOHHBIN TIpouecc (Tada. 1). KnuHndecku y Bcex 00JbHBIX
oTMevanuch cyodeOpunbHas wid (edpuibHas TeMrie-
paTypa Tena, MPU3HAKUM MHTOKCUKAIMM W OTpaHUYEHMSI
IBIXaTeJIbHOM (DYHKIIMM B TOpaXXEHHOU 30He. B paHHMIA
TocIeoTepallMoOHHbIN iepron (depe3 24 4 1mocjie Topako-
CKOIMMHU) HaOJI0JaJ0Ch YMEPEHHOE TOBbIIIEHUE KOHIIEH-
Tpalnii KOPTU30ja M KAaTeXOJaMUHOB, YTO COOTBETCTBO-
BaJIO OCTPOI peakluM Ha XUPYyprudeckyio TpaBmy. OtMme-
JaJIoCh TaKXKe YBEJMUEHUE YPOBHEH MPOBOCIATUTEIbHbBIX
uutokuHoB B KpoBu (MJI-6, ®HO-a), uro yKa3bIBajlo
Ha cOaJlaHCHPOBAHHYIO BOCTIAJIUTENIbHYIO peakinio. KoH-
LieHTpaluuu npotuBoBocnaautesbHoro MJI-10 6butm yme-
PEHHO TIOBBIIICHBI, CBUICTEILCTBYS O BKIIOYCHHU KOM-
TIEHCATOPHBIX afaNTallMOHHBIX MeXaHn3MoB. Comep:KaHue
nakrtara, CPb 1 mpokanblIMTOHWHA OCTaBaJOCh MOBBIIIIEH-
HBIM, OTpaXkasl TIPOJOJIKAIOIINICS CUCTEMHBIN U JIOKATh-
HBII BOCITAJIUTEILHBIN TTpoliece (Tad.a. 1).

ORIGINAL ARTICLE

K 3-M cyTkam 1ociie onepanuy Habaoganach TeHICH-
M1 K HOPMaJIM3allMu BCEX MCCIENyeMbIX IOoKasaTeseil.
YpoBHM KOPTU30J1a U KaTeX0JaMMHOB CHUXKAJIUCH 10 3HA-
YeHHUl, OIM3KUX K MCXOTHBIM, YTO CBUICTEIHCTBOBAJIO
O BOCCTAaHOBJICHMM AaKTHUBHOCTH CTPECC-PeaTU3yIOIINX
cHCTEeM. YPOBHU MpPO- W MPOTUBOBOCTATUTEIbHBIX M-
TOKHMHOB BO3BpAIIAJINCh K COATAHCHPOBAHHBIM 3HAYCHM -
sIM, OTpaXkasl BOCCTaHOBJICHHE MMMYHHOTO TOMEOCTa3a.
Conepxanue jgaktata, CPb u nmpokaJblUTOHMHA 3HAYU-
TeJIbHO CHIXAJIOCh, yKa3biBasi Ha pa3pelleHue BOCMaIM-
TeJbHOM peakumu (cM. Taou. 1). KnmmHudecku y 60JbHBIX
OCHOBHOM TPYIIIBI OIPEAEIISIOCHh ITOJTHOE BOCCTAHOBJIC-
HUE IbIXaTeJbHOW (DYHKIIMU M KYIMMPOBAaHUE MPU3HAKOB
WHTOKCUKALUU [24].

VY neteit TpyNmbl CpaBHEHMS, TOJYYABIINX TPaIULI-
OHHOE JIcUeHHe 0e3 paHHEeTo TOPAKOCKOITMYECKOTO BME-
1aTeJIbCTBa, TMHAMKUKa OMOMapKepoB BOCIIAJICHUS HOCH -
Jla MHOM XapakTep, XapaKTepusysch 0oJiee BhIpaxkKeHHOM
W IUTUTETbHON aKTHBALIMEH CTPECC-PEeaTM3YIOIINX CUCTEM
U 3aMeUIEHHOU HopMau3auueil Gu3noaornyeckux mo-
KazaTeyneil. MI3MeHeHMs] MeXOy BPEMEHHbIMU TOYKaMU
Takke ObUIM 3HAYMMBIMU, OMHAKO CTEIIeHb BOCCTAHOBJIC-
HUs OblJIa MeHee BBIPAXKCHHOI 1O CpaBHEHUIO C OOJIBHBI-
MM OCHOBHOW TPYIIITHI (Ta0. 2).

INpencraBneHHble JaHHbIE OEMOHCTPUPYIOT OoJjee
BBIPAXKEHHOE U UTUTEIFHOE TIOBBIIICHUE CTPECC-Peayin-
3YIOIINX ¥ TIPOBOCITAINTEIEHBIX OMOMapKepoB, a TaKKe
3aMeVIEHHYI0 HOpMaJI3all1io TOMeocTa3a Mpu KoHCcepBa-
TUBHOM JiedeHuu D11y nereit rpyniibl cpaBHEHMSI.

Oo6cyxnenne

IIpoBenénHbIi aHanu3 6uoMapKepoB y 00JbHBIX DI
MO3BOJIUJ BBISIBUTD OIpeeEHHbBIC pa3Inuns B XapakTepe
(GU3MOIOTUYECKOTO OTBETa OpraHU3Ma Ha XUPYpPruiyeckoe

Ta6auma 1 / Table 1

JInHaMuKa coepKaHus OuoMapkepos B KpoBu 65 60bHbIX D11 10 1 nocJie BbINOJIHEHHsI TOPAKOCKONMYECKO# onepauun, M + m
Dynamics of biomarker content in the blood of 65 patients with pleural empyema before and after thoracoscopic surgery, M + m

IToka3zarenb J1o onepatiuu (MCXOIHO) 24 4 rocae onepauuu 3-U1 CyTKU 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 3254 4452
AZIIpeHaIMH, Ir/M1t 180 + 25.0 220 + 30* 160 £ 20
Adrenaline, pg/ml ’
Hopanpenamus, nr/mn 320 + 40 370 + 45 280 + 35
Norepinephrine, pg/ml
WJI-6, nir/mn
WJI-10, nir/mn
IL-10, pg/ml 12,3£3,3 18 £ 4* 15 £ 3*
DOHO-a, rir/™Mia
TNF-a, pg/ml 25,5£5,1 3546 20+ 4
JlaktaT, MMOJIb/JT %
Lactate, mmol/L 2,1£05 3,8+0.,6 22+0,4
CPB, mr/n
C-reactive protein, mg/l 15+4 386 20£5
MpoxanbumrommH, Hr/s 0,15+0,05 0,35+0,08 0,12+ 0,04*
Procalcitonin, ng/ml > > > > > >

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



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

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

OPUTMHAJIbHAA CTATbA

BMEILIATEILCTBO U TEYEHHUE ITOCIE0INEPALMOHHOIO [IEPUO-
na [25]. IIpexne Bcero obpaiaet Ha ce0ss BHUMaHME T~
HaMMKa KOPTHU30J1a KaK OCHOBHOTO TOPMOHAJTbHOTO MEIM -
aTropa CTpecC-pealn3yIolIuX CUCTeM. Y IeTeil OCHOBHOM
IPYIIIIbI, KOTOPHIM BBIMOJHSJIOCHh PAaHHEE TOPAKOCKOIM-
YeCKOe BMEIATeJIbCTBO, OTMEYAIOCh OBICTPOE CHIDKEHUE
YPOBHEI KOPTU30ja B CPABHEHUM C KOHTPOJILHOM IpyII-
noit. K 1-M cyTkam mocJje onepaluu ypoBeHb KOPTU30Ja
y OOJIbHBIX OCHOBHOM TPYIITBI JOCTUT (PU3UOTOTUICCKUX
3HAYEHUI1, TOTAa KaK y OOJbHBIX TPYIIIbl CPABHEHUSI CO-
XPaHSUICS TTOBBIIIEHHBIM.

DTU TaHHBIC CBUIETEIBCTBYIOT O OBICTPOM CHIKCHUN
AKTUBHOCTU  T'MIIOTaJIaMO-TUITO(pU3apHO-HAAIIOUYEYHM -
KOBO# CUCTEMBI MPU MIPUMEHEHUN paHHEN TOPaKOCKO-
MUY U YKA3bIBAIOT Ha MEHLIIYIO CTPECCOPHYIO HATPY3KY
Ha pacTylmuii opranusMm [26]. CxomHas TeHIEHLMST Ha-
Oromanach U B OTHOIIEHUN KaTeXOJIAMWHOB — ajipeHa-
JIMHA W HOopaapeHanuHa. HecMoTps Ha oxwumaeMoe mo-
BbILIEHUE YPOBHEI 3THUX MEIMAaTOPOB Yepe3 8 4 mocie
orepaunu, y 00JbHBIX OCHOBHO IPYITITEI HOPMaJTA3aIlUsT
MokKasaTeJieil mpourcxoauia obicTpee. Y 00IbHBIX, JIeUeH-
HBIX KOHCEPBAaTUBHO, COXPAHSUIOCh UIMTEIILHOE CHUMIIa-
THKO-aIpeHaJI0BOE HATIPSDKEHME, UYTO YKa3bIBaeT Ha TIPO-
JTOJDKAIOIIYIOCS aKTUBALIMIO CTPECC-PEeAM3YIOIINX MeXa-
HU3MOB U SIBJISIETCS KOCBEHHBIM CBUACTEJBCTBOM OoJiee
TSKEIOTO TeUeHMSI. SHAUMMBbIE pa3IMUNSI MEXKITY OOJTbHBI-
MU ObUIM OOHAPYXEHBI U 10 JUHAMUKE BOCIAIUTEIbHbIX
LUTOKUHOB. YpoBeHb NJI-6, saBnsronuiicss paHHUM Map-
KEPOM CUCTEeMHOM BOCITAIMTEILHON peaKINU, TOCTUTAIT
MakcuMmyMma 4epe3 8 Uy 6oibpHBIX DI1 B 06eux rpymrax.
OnHako y OOJIbHBIX, MPOJICYEHHBIX C MCITOJIB30BaHUEM
BTX, ero mocieaymoliee CHIDKEHIE ITPOUCXOINIIO 3HAUM -
TEJIbHO OBICTPEE, YTO CBUACTEILCTBYET 00 2(h(HEeKTUBHOM
PEeTYIISIINY BOCIIAIUTEIBHOTO OTBeTa. AHAJIOTMYHAs Kap-
THHA Habjioganach i npoBocnanutenabHoro @HO-q,
MOBBILIEHNE KOTOPOIO aCCOLMUPYETCS C BBIPAXKEHHBIM
MOBPEXKICHNEM TKAHE M PUCKOM Pa3BUTUS CUCTEMHON
BOCITAJINTEIbHOM peakun. Ha dhoHe paHHEH TOpaKOCKO-

nvu cHukeHune ypoBHeit @HO-o ObUTO OBICTPBIM U 3HA-
YUTEJIbHBIM [27].

Ocoboe 3HaueHMEe MMEEeT IMHAMMKa TPOTUBOBOCIIA-
mmtenbHOTo muTokKuHa MJI-10 Kak BaxKHOTO KOMITOHEH-
Ta CTpecC-peaau3yIolIMX CUCTEM OpraHu3Ma OOJbHBIX.
YV 60J1bHBIX OCHOBHO¥ I'pyTIITbI HA0JII0AAI0Ch BHIPaXKEeHHOE
panHee ToBbiieHe MJI-10 mocie onepalm, 4To MOX-
HO paclieHMBaTh KaK aKTUBAIIMI0O MEXaHU3MOB UMMYHHOM
peryasuMu U 3alluThbl OT Ype3MEepPHOro BOCHAIUTEIbHO-
ro oTBeTa. Y OOJBHBIX KOHTPOJBHOM TPYMIIBI TTOMOOHAS
NUHAMMKa OblIa MEHee BbIPAXXEHHOM, UYTO YKa3bIBaeT
Ha BO3MOXHBII AUcOaTaHC MEXIy MPOBOCHATUTETbHBIMU
M TIPOTUBOBOCTIATIUTEILHBIMU MeIaTopaMy Ha (DoHe Tpa-
TUIMOHHOTIO JIeYeHUs.

H3MeHeHUs comepsKaHUsI JIAKTaTa B KPOBHM OOJTBHBIX
II1 TakxKe rmokKasauu onpenesiéHHbIe pa3nnuus. BeisgsieHa
paHHSIS HOpMaju3alys YpoBHe JlaktaTa y 00JbHbIX D11
rmociie BTX, 4To CBUOETENBCTBYET O MEHBIIEH BBIpAsKEH-
HOCTH TKaHEBOI TUITOKCUU U 3(PPEKTUBHON KOppPEeKIUU
HapyleHnit. Y OOJBHBIX KOHTPOJIBHOM TPYIIITBI COXpaHSsI-
JIOCh CTOITKOE TIOBBIIIICHNE YPOBHS JlaKTaTa, 4TO OTpaxkacT
poaoJKalolleecs: HampsKeHUe M 3aMeIJIeHHOe BOCCTa-
HOBJIEHWE€ MUKPOLIMPKYJISILIUU.

HormorHuTeIbHOE TTOATBEPKICHNE PA3INIUl B CTETIe-
HM BOCMAJIMTEIbHOTO OTBeTa natT naHHbie o CPb u mpo-
KaJbLIUTOHUHE. DT MapKEPHI SIBJITIOTCST HETOPMOHAIbHBI -
MM WHIMKATOpaMU CUCTEMHOTO BOCITaJIeHUSI M pUcKa MH-
(beKLIMOHHBIX OCIOXKHEHU. Y OOJIbHBIX OCHOBHOI TPYIIIbI
CHIDKEHUE MX YPOBHS IIPOUCXOMIIO OBICTPEE, B TO BpeMsI
KaK y JeTeil KOHTPOJIbHOW TPYMIIbl COXPAHSUIMChH ITOBBI-
IIIEHHbIE 3HAYEHUS, CBUAETEJIbLCTBYIOIIME O MPOIOIKU-
TEJTbHOM 1 BBIPAsKCHHOM BOCTIAIMTEIEHOM OTBETE.

Takum obpa3zom, paHHee TOPAaKOCKOITMYECKOE BMella-
TEJbCTBO CIMOCOOCTBYET OJIArONMPUSITHOMY TEUYEHMIO TO-
CJICOTICPAIIMOHHOTO IIepHOIa, YCKOPSIET HOPMAaIU3alliio
rnokasaresieil CTpecc-peaiM3yIolIUX CHUCTEM pPacTYIIEro
OpraHM3ma, yMeHbIIaeT BbIpak€eHHOCTb BOCITAJIMTEILHOTO
OTBETa M yJIydllIaeT MeTaboIMUecKylo aganTaunio [12].

Ta6nuua 2 / Table 2

JlnHamuka cojepxanusi 0uoMapkepos B KpoBu 00.1bHbIX DI KOHTPOIBLHO rpynnbl (2 = 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

ITokazaresb Jlo onepanuu (MCXOIHO) 24 4 riocJie onepanum 3-M CYTKU MOcJIe onepaumnu
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
Anpenanus, rr/mi | Adrenaline, pg/ml 175+ 22 250 + 32 230 £ 28
Hopanpenanun, 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, rir/mi | IL-10, pg/ml 13+£3 20 + 5% 18+ 4
®HO-a, nr/mi | TNF-a, pg/ml 24+5 38+7 32+6
Jlakrar, mmoib/n | Lactate, mmol/L 2,0x0,4 4,0+0,7 3,5+ 0,6%
CPB, mr/x | C-reactive protein, mg/1 14+ 3,3 42+7 35+6
IMpoxkanbuuTonuH, Hr/mi | Procalcitonin, ng/ml 0,16 £0,05 0,138 + 0,09* 0,30 £ 0,08
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3aKiouyeHue

ITosryyeHHbIE JaHHBIE YKA3bIBAIOT HA NATOMOU3NOJIOTU -
YecKylo 000CHOBAaHHOCTb paHHero JieueHus DI y neteit
¢ ucnojib3oBaHueM BTX 1 mo3BoJIsII0T paccMaTpuBaTh TO-
PaKOCKOMUIO KaK 3(h(heKTUBHbBIA KOMIOHEHT €€ KOMITJIEK-
CHOTO JIEYEHMSI, CIIOCOOCTBYIOIIUI YIYUIIEHUIO MCXO/I0B
y IeTe.
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Pesiome

Beenenne. KauectBo xxusuu (K2K) siBasieTcss MHTerpaibHOM XapaKTEepPUCTUKOM KU3HEACSITEIBHOCTH, KOTOpasi OXBaThiBa-
eT collMajibHOe, (hU3NIecKoe U TICUXojiorndeckoe pyHKImoHupoBanue 60abHbIX. KK ornpenensioT Kak MHAMBUIYaTbHOE
COOTHOIIIEHNE YeJIOBEKOM CBOETO TIOJIOKEHUS B KU3HU (KYJIbTYypa, IEHHOCTH, TITAHBI U LIEJIN TAHHOTO MHAWBUIA, BO3MOX-
HOCTH U CTeleHb HeycTpolicTBa). Llenb: onpenenuts nu3meHenust napamerpon KK nereil ¢ reMmopparnuecKum CUHAPOMOM
(I'C) ¢ yuéToM ypOoBHSI TOMOLIMCTENHA B IIJIa3Me KPOBU.

Marepuann u MeToabl. O6cnenoBaHo 97 aereii B Bo3pacte 13—17 jeT, U3 HUX OCHOBHYIO Ipynimy cocTaBwin 30 MOAPOCTKOB
¢ KmHUIecKMU riposiBiieHustMu ['C. ['pyTiimy KOHTpOJIsS cocTaBUiIu 67 neteii 6e3 Mpru3HaKoB KPOBOTOYMBOCTU. JleTn o6enx
TPYII ObLTM COMOCTAaBUMBI 1O Ty 1 Bo3pacTy. K2K olleHuBanu nmpu moMoIy BaIUIHON PaHIOMU3UPOBAHHON aHKEThI-
onpocHuka Pediatric Quality of Life Questionnaire 4.0 ais1 nereii-moapocTkoB. OlLieHUBaIU ClIeAyIolIMe apaMeTpbl HyHK-
IMOHNPOBaHUS: (PU3MUECKOe, IMOIIMOHALHOE, COLUATbHOE, ITKOJIBbHOE U TICMXOCcOoLnaabHOe 3n10poBhe. Ha ocHoBaHuM
MOJTYYEHHBIX JAHHBIX PACCUMTBIBAIM 001Ut Oai. Bee momyyeHHble JaHHbIe 00pabOTaHbl CTATUCTUYECKU.

PesymbraTbl. Camble Beicokue Tiokasarenu K2K ObUTH MoTydeHbl y AeTell KOHTPOJIBHOU TPYIIIHI TI0 IIKaJIaM COITUAIbHOTO
u ¢usnyeckoro pyHkumonuposanus. [Tokazarenu KK nereit ¢ Hammuuem I'C Ha hoHE TUIeproMorcTeMHEMUN UMen 60-
Jiee HU3KMeE GaJuThI 110 IIKaJIaM (pr3ndecKoro pyHKIMoHupoBaHus (96,25 6aia), ITKOJILHOTO (hyHKIIMoHMpoBaHus (84,16 Gai-
J1a), TICMXOCOLIMATLHOTO 3710pOBbsi (84,40 6aia) u obiero 6amua (86,70 6ania), yem nereii ¢ iposieieHueM I'C, y KOTOPBIX ypo-
BEHb FOMOLIMCTENHA B I1a3Me KPOBHU ObLIT B IIpesiesiax HOpMbl. MakcuManbHOU pa3HuLa 6aioB IPU CPaBHEHUM JETEN IBYX
TPYIII ObUIA TI0 TIKaJIe ColMaabHOTO hyHKIMoHpoBaHus (13,3 6aa), majiee ICUXoconuaIbHOTO 310poBbs (12,0 6ayioB)
M BMOLIMOHAIbHOTO (hyHKIIMOHUpoBaHus (11,8 6amna).

3akmouenue. KK nereit 3HaunMo BbIlie ipu oTcyTcTBUM TiposiBiieHnit ['C o Bcem ucciienyeMbiM napamerpam KOK. [Tnst
npodUIaKTUKY rureproMoructenHeMun u nossieHus: KK neteii ¢ mposiBieHUsIMu KpOBOTOUMBOCTH 1ieJiecooOpa3Ha pa-
LMOHaJbHAasI (HONATHO-BUTAMUHHAST KOPPEKITUSI.
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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. According to all studied parameters the quality of life in children without hemorrhagic manifestationsis significantly
higher. To prevent hyperhomocysteinemia and increase QOL in children with bleeding symptoms, rational folate-vitamin
correction is advisable.
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Bsenenne

KauectBo xu3nu (KXK) — 3T0 mHTerpajibHas xapak-
TEPUCTHKA, KOTOpasl OMpenessieT colluaibHoe, (pusmye-
CKO€ ¥ TICUXOJIOTHYECKOe (DYHKIIMOHUPOBAHUE OOJIBHOTO
[1—3]. AkTuBHOE U3yyeHUue OCHOBHBIX mpodiaeM K2K Ha-
yayioch B 1960-x rr. B EBpornie u CILIA. @yHaaMeHTaIbHbIE
HanpaBjiaeHus ucciaenoBanuii KXK obumu cpopmynupona-
HBI punocopamu Toro BpeMenu I'. 3ummenem, M. Bebe-
poM, D. HopkreiiMoM. OHM U3yYalll COCTaBHBIE YACTHU
KK moneii [4]. TepMuH «KauecTBO XKU3HU» KaK OTAEAbHast
CTPYKTypa CHadayia 000CHOBAJICS B IOJMTHUIECKOI cde-
pe W 3aTeM IMOCTEeNEeHHO MPUOOPET HAYYHYIO HAIpPaBJICH-
HocTb. B camoMm oOmieMm nonmnmanuun K2K — conmonornye-
cKasl KaTeropusi, BhIpaxkarolasi KauecTBO yIOBJIETBOPEHUSI
MaTepuaJibHBIX U KYJbTYPHBIX MOTpeOHOCTE mroaeii [5].
B 1947 r. B crathe «KnmmHu4eckas olieHKa XMUMUOTEpaTn

npu pake» npod. D.A. Karnovsky BrnepBble BBET TepMUH
«Ka4eCTBO KU3HN», KOTOPHI 3aTeM OCHOBATEILHO 3aKpe-
MUICS B MEOWULIMHCKOM cepe. IlepBoIMU MallMeHTaMMU,
y KOTOpPBIX MpousBoamin olieHKy K2K B MemuiimHe, ObI-
Jin 00JIbHBIE C OHKOJOTMYECKUMU 3aboeBaHusIMU. Toraa
OBUIM CCTaHbI IIEPBBIC IIIaTW B CTAHOBJICHUH HOBOM Hayd-
Hoit otpaciau o KX B niesiom [6, 7]. B TeueHue rnocnegHux
10 JreT TIpocieXuBaeTCd TEHACHUNST K POCTY HapylIeHUI
3M0POBbsSI M YBEJIMUYEHUE YMCICHHOCTU JIIOAEH C XPOHM-
YeCcKMMU 3a00JIeBaHUSIMU. YPOBEHb CMEPTHOCTU OeTeit
B Bo3pacTe 5—14 jeT ocTaéTcsl HJOCTaTOYHO BHICOKUM. DTHU
(aKTHl CITOCOOCTBYIOT BOBHUKHOBEHUIO HOBBIX HEOJIaro-
MTOJTYYHBIX MEIUKO-COIMAIBHBIX TMOCIEACTBUAMN IS KaXK-
Joro pedb€éHka 1 rocyaapcTna B Legom [8—10].

bnaromapst mpoBeneHUIO PETyISIPHBIX MEIUIIMHCKUX,
MPpOoPUIAKTUIECKIX OCMOTPOB AeTeii MOXKHO CIeIaTh BbI-
BOI O COCTOSTHUH MX 3I0POBbsl HA MHINBUIYATbHOM, TPYII-
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ITOBOM U TIOITYJISIIMOHHOM YPOBHSIX, UTO SIBJISIETCS CaMbIM
TOCTYITHBIM ¥ JOCTaTOYHO WHMOPMATUBHBIM METOIOM
OLICHKU COCTOSIHMSI 3M0pOBbs1. ClieayeT 3aMeTUTD, YTO TIPU
9TOM OIICHKAa COCTOSIHUS 3IO0POBBSI IETEU BBITIOTHSICT-
csl, HEe IPUHUMAasl BO BHUMaHUE X COLMAIbHOE U TyXOB-
Hoe Onarorojiyure. HoBbIM KpuTeprueM JaHHOI OLIEHKU
Mo MpaBy MOXKET cTaTh nokazateab KX [11, 12]. Pesynbra-
ThI UCCIENOBaHUM MO onpeaeneHuio ypoHs KK obparia-
0T Ha ce0sT O0JIBIIIOe BHUMAHME, a B HEKOTOPBIX CIyJastx
BBICTYIAIOT OCHOBHBIM IoKa3artejeM 3G PeKTUBHOCTH Jie-
YeHUs pa3IMYHbIX (popM MaToOJOTUU. AHAIU3 KPUTEPUEB
K2K MoXeT BBICTYIIaTh OOMHWUM M3 OCHOBHBIX ITOKa3aTe-
JIel TIpW M3YYeHNH 3aKJITIOYUTEIbHBIX pe3YJIbTaTOB JIeue-
Hug [13]. ITpu onpenenennu K2K Bpauam u crienpaiucram
IPYTUX 00JIaCTei MPUXOANTCS CTAIKMBATHCS C TPYIHOCTSI-
MH. DTO CBSI3aHO C TEM, UYTO Ha CETOMHSIITHUI IeHb CyIIe-
CTBYET HEOOJIBIIIOE YMCIO MeTonuK aHanu3a KoK, u getu,
0COOCHHO MITamIIasl Bo3pacTHas TPYIIa, MHAYE BOCIIPH-
HUMAaIOT COCTOSTHUE 3I0POBbsI, UeM B3pocibie [ 14—16].

KK oxBaTbhiBaeT omnpeaeféHHbIM CHEKTP pas3sJIMYHBIX
dopM: TICUXOJOTHYECKOe, (PU3MIECKOe M COILHMATbHOE
onaromnonyuue. KonnyecTBeHHasl OLleHKA STUX COCTaBJIsI-
IOIIMX MMEEeT BaxKHOE 3HAYCHUE MIJIST MEIUIINHBI, TIOCKOJIb-
KY BIVSHHE Pa3IMIHBIX (POPM MATOJIOTHH CHIKAET UX T10-
KazaTesIM, YTO BJIMSET Ha MCXONbl 3a00JeBaHU U BbIOOD
MeTonoB JeueHus [17, 18]. B cooTBeTCTBUM ¢ peKOMEH-
JALMSIMU TI0 HaJUTeXKaIlel KIIMHUYECKOM MPaKTUKe TaH-
Hble MoKa3zarteseil 3mopoBbs 1 KK m0KHBI OBITh BKIIIO-
YeHBI B KAYECTBE TOTOJTHUTEIBHBIX KPUTEPHUEB B TIPOCKTHI
KJIMHUYECKUX UCTIBITAaHUM JieueHus 6onbHbIX [19]. TTocne
MpoBeleHusT aHanau3a napameTpoB K2K MoOXHO MoayduThb
BaXXHYIO ITOIIOJTHUTEIbHYI0 WH(OPMAIIMIO O COCTOSHHUU
3II0POBb IeTEI TIPU UCIIOJIb30BAHNH HOBBIX METOIOB M-
arHOCTUKM U JICYSHUSI, KOTOpasi MOXET ObITh CKPBITA TIPU
MpUMEHEHNN OpyruX MeTomoB. CTOUTH OTMETUTH, UTO
Mpy TIpoBeAeHNM olleHKM mKajl K2K ymaércs yTOYHUTH
CUMIITOMBI, O KOTOPBIX 3HAET TOJILKO caM OoJibHOM. Emg
OIHUM BaXXHBIM MIOIIOJTHEHWEM 3TOT0 MeToda SIBIISIeTCS
ornpezeneHre He TOIbKO 3(h(MEKTUBHOCTH, HO U Oe3omac-
HOCTHU IpoBoauMoii Tepanuu [20, 21].

AHamm3 n3MeHeHni nmapametpoB K2K y mereit ¢ mpo-
sBJIeHUueM reMopparuuyeckoro cuHapoma (I'C) sBisieTcs
3HAYMMOI U aKTyaJIbHOM 3a0a4deid.

Hean: oueHuts napameTpbl KK neteit ¢ I'C ¢ yuétom
ypoBHs romouuctenHa (I'Ll) B miaa3me KpoBu.

MatepuaJibl 1 METOIbI

O6cnenoBaHo 97 neteit B Bo3pacte 13—17 net, U3 HUX
OCHOBHYIO TpymITy cocTaBmi 30 ITOAPOCTKOB ¢ KIMHUYEC-
ckumu niposiBieHussMu I'C. I'pyrimy KOHTPOJISI COCTaBUIU
67 nmereii 6e3 MPU3HAKOB KPOBOTOUYMBOCTH. JleTn obenx
TPYIII OBLIM COIIOCTABUMBI TIO ITOJIY W BO3pacTy. Y IIOM-
POCTKOB ¢ KJIMHMYeCKUMU mposiBiaeHusMu I'C HabJio-
JIaJuCh HOCOBBIE KPOBOTCUCHUSI, TMETEXUU, SKXMMO3bI,
KPOBOTCUCHUS M3 AECCH, KPOBOM3IUSHUS B CKIIEpY IJIa3,
OOUJIbHBIC U JUITUTENbHbIE KPOBOTEUEHMSI y AEBOYEK ITy-
OepTaTHOTO BO3pacTa, Makpo- U MUKporemarypus. Bce
OoJIbHBIE TIOATNHMCATA JO0OPOBOJIBHOE WMH(POPMUPOBAH-

HOE coTjacue Ha ydJacThe B mcciemoBaHuu. KoHIemus
W IM3aiiH UCClIeAOBaHUs ObUIM Ol0OpEeHBl HEe3aBUCHMbBIM
JIOKaJIbHBIM 3TH4YecKuM KomuteTrom @I'BOY BO «Aunraii-
CKUI TOCYAapPCTBEHHBIA MEIULIMHCKUI YHUBEPCUTET».

Kpurepun BKIIOYEHMS: OTCYTCTBHE OTSTOLIEHHOIO
HACJIeICTBEHHOTO TPOMOOTHYECKOTO aHaMHe3a Y POJICT-
BEHHUKOB |-ii U 2-U JIMHUI POACTBA, OTCYTCTBUE IPU-
€Ma JIeKapCTBEHHBIX MpernapaToB, BIUSIOINIMX Ha CHUCTe-
My TeMOCTa3a, a TaK:Ke OTCYTCTBHE OHKOJIOTMIESCKUX WU
BPOXIEHHBIX 3a0oieBannii. KXK orleHMBamm mpu 1momMo-
I BAJIVWIHOW PAaHIOMU3UMPOBAHHOW AHKETHI-OIMPOCHU-
Ka Pediatric Quality of Life Questionnaire 4.0 (PEDsQL)
Is peteii-noapoctkoB [23]. OueHuBanu cleaylolue
BUIBI GYHKLUMOHMpPOBaHUs: pusnyeckoe (DD), smoLno-
HampHOE (DD), commanbHoe (CP), mxroiapHOoe (IIID)
u ncuxocoumnanbHoe 310poBbe (I1C3). Ha ocHoBaHuu
MOJYYCHHBIX JAHHBIX paccYuThiBaau obmuii 6amr (OB).
IMoce TIpoBenecHNST aHKETUPOBAHUSI OBLIO ITPOU3BEACHO
MepeKoAUPOBaHUE TaHHBIX aHKETHOI'O OIpoca Mo IIKaJe
ot 0 no 100 6amnoB. YeMm BbIllle ObUT UTOTOBBIN Oajll, TEM
Jyuine nokasarenau KoK.

KonuyecTBeHHOE onpeneneHre U3MEHEHUI conepxka-
Hus 'Ll B ma3mMe KpoBU IIPOBOIMIIM C TIOMOIIBIO METOIA
XEMWIIOMUHECIIEHTHOTO MMMYHOaHaIM3a Ha MUKpoYac-
TULIAX C UCIOJb30BaHUEeM cucteMbl Alinity 1 (Abbott).
HopmanbHubiMu koHUeHTpauusmu 'L B KpoBu npuHuMa-
JINCh 3HAYEHUST 10 7 MKMOJTh/J1.

AHanM3 KOHUEHTpauuil (onMeBoll KHUCIOThI B KpO-
BU BBHIIIOJTHSUIM HAa HMMMYHOXMMHMYECKOM aHaJIu3aTope
Architect i 2000 (Abbott). 3a HOopMaJibHbIE TTOKa3aTeI BU-
TamuHa B, npunnmany sHayenus 3,1-20,5 Hr/mi [22].

CTaTUCTUYECKYIO 00pabOTKY BCEX MOTYICHHBIX JaHHBIX
MPOBOAMJIY C TTOMOIIbIO MaKeTOB Mporpamm Statistica 10.0
u MedCalc. Tectom Illanmupo—Yuiaka npoBepsijiv TUTIOTE-
3y 0 HOPMAJIBHOCTH PaCIIpeAeICHUS] SMITMPUICCKUX TaH-
HbIX. 3HaueHue p > 0,05 yka3piBajao Ha TO, YTO HAOOP JaH-
HBIX pacmpeneaéH HopMaiabHO, 3HaueHue p < 0,05 ykasbi-
BaJIO Ha TO, YTO HAOOP JAHHBIX ITOUICKUT HECHOPMAJIBHOMY
pacnipeaeneHuto npusHaka. U-tect MaHHa—YUTHU ObLI
WCITOIB30BaH IJIs1 ONpeneaeHUs HAIMUMST 3HAYUTEIbHOMN
pPa3HMIIBI MEXIY IBYMS HE3aBUCUMBIMH, HEHOPMAJIbHO
pacnpene € HHBIMU TPYIIIaMy JaHHBIX. IS TTOCTpOeHMST
uaeaabHOM Moaeu B3auMocBsi3u ypoBHs 'Ll u oGiiero
6amna K2K 6611 mpoBenéH ROC-ananus.

Pe3yabTaTbl

Cawmbie Bbicokue Tmokazareau KK Obliu mojydyeHbl
y IeTeii 6e3 MposIBJICHUI KpOBOTOYMBOCTH 110 IiKayiaMm CD
1 OO (Tabdmmma). MUHUMAaNIbHBIC 3HAYCHUS OBLIN 3a(bUK-
cupoBansI 110 KayaMm DD u L. Pazmmune MexXmy Mak-
CUMaJbHBIMU 1 MUHUMAJIbHBIMU 3HAYEHUSIMU COCTaBUIIO
15 6annoB, 4TO OBLIO CYLIECTBEHHO MEHbIIIE TIPU CpaBHE-
HuM ¢ mokazaresieM CD (p < 0,05).

KK pereit KOHTpPOABHOM TPYIITbI ObLIO 3HAYUTETHBHO
BBIIIIE, YeM JeTeil McclleMyeMOoi TPYIIIBI IO BCeM IToKa-
3atessiM (p < 0,05). MakcumainbHas pa3Hulia 6ajioB Mpu
cpaBHeHUMHM Oblia BhIsiBIeHa 110 mKane CD (13,3 6amra),
Jajiee IICUXOCOLMABHOTO 300p0oBhs (12,0 6amutoB) 1 DD
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IToka3arean KXK y odcaenoBannsix aereii, M * ¢ (95% JAN)
Indicators of the quality of life in children in the study groups, M * ¢ (95% CI)

KoHTUHTeHT n oD 20 Co o T1C3 Ob

Contingent PF EF CF SF PSH Total
OcHoOBHas 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)
KoHTpomnbHas rpymma 67 85,4+ 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)
Y4 0,049 0,004 0,016 0,021 0,003 0,004

1-s1 rpynma] Group 1
*OGLU,I/Iﬁ Oant |
Total 90 | EF

86,7

2-s rpyrma| Group 2

33
C® | SF

Puc. 1. IMapameTpnr KX y aereit ¢ mposiBnenusimu I'C ¢ paznuyHbiM ypoBHeM ['L B 1asmMe KpoBu.

*p <0,05.

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

%9 < 0.05.

(11,8 6anna). DT naHHBIE CBUALTEILCTBYIOT O TOM, YTO
K2 nereit 3HauMMO BBIIIE TPU OTCYTCTBUU TeMoOppa-
TUYECKUX TIPOSIBIICHUIN IO BCEM MCCICAyeMBIM I1apa-
meTpam KOK.

Hapymenuss B pabore QosaTHOro uukiaa MPUBOIST
K TIOBBIIEHWIO KOHIeHTpauuii 'Ll B rutasmMe KpoBH, YTO
00YyCJIOBJIMBAET €ro BhIPaXKEHHOE HEMPOTOKCHUUECKOE ACki-
CTBME M ITOBPEXICHUE SHAOTENS COCynoB [23, 24].

Hamu ycranosneno, uto y aereii ¢ 'C cpenHue nokasa-
teau 'Ll B cbIBOPOTKE KpOBU GbUTM paBHBI 10,62 MKMOJIb/I.
Bce metm GbuM pacripeneieHbl Ha 2 TPYIBL: 1-g TpyIr-
na — 18 0oabHBIX ¢ TMOBBIIEHHBIM ypoBHeM ['Ll (Oosee
7 MKMOJIb/J1) B KPOBH, 2-s Tpymma — 12 gereit ¢ ypoBHeM
I'll mo 7 MxMoib/1 B KpoBu. CpaBHeHMe moka3aTteneit KoK
JeTel TIpU pa3TnIHBIX ypoBHsX 'L B T1a3Me KpoBU TTOKa-
3aHO Ha puc. 1.

Ananus mnapamerpoB KZK nereil ¢ mposiBieHUSAMU
KPOBOTOUMBOCTHU ITOKa3aJl, YTO y OOJIbHBIX THUIIEPTOMO-
LUCTEMHEMUEH 3HAYUTEIbHO CHIDKEHBI YpoBHH OO
(96,25 potus 80,35 6amna; p = 0,005), LLID (84,16 mpo-
tuB 63,8 6auta; p = 0,010), MCUXOCOLUATBLHOIO 300POBbSI
(84,40 mpotuB 68,38 Gamna; p = 0,026) n obiero Gayia
(86,70 mpoTus 68,14 6ana; p = 0,012), yeM y geTeii ¢ ypoB-
HeM 'Ll B muia3ame KpoBU B Ipeaesax BO3pacTHONH HOPMbI.
IToBbiieHue ypoBHs 'Ll B KpoBu nereil 0OycioBjeHO

yalle BCEero HeIOCTaTOYHBIM KOJUYECTBOM (hoIMeBOM
KHUCJIOTHI B pacTyuieM opranusme [25]. Hamu Obln omnpe-
IeNIEH MCXOIHBIN ypoBeHb BUTamMuHa B. B mmasme kposn
meTeid 1-i TpyMImel 4O JeYeHUs CPemHsIsT KOHIEHTpAIUs
(onatoB cocraBmia 2,51 Hr/mi, 2-1 rpyrmsl — 3,75 HT /M
(p = 0,011). B 1-ii rpynme neteil HU3KUII ypoBeHb (Do-
JINEBOM KUCIOTHI ObUT BBISBIECH y 27 (88,9%) OONbHBIX,
Bo 2-it —y 17 (25%); p = 0,001.

JetsaM ¢ TUTIIEPTOMOLMCTEMHEMHUE OBLT Ha3HA4YCH
Kypc (onreBoi KUCIOThI B 103UpoBKe 1 Mr 1 pa3 B CyTKu
0011l MPOIOIKUTEIBHOCThIO 2 Mec [26]. TTocne mpose-
NIEHHOT'O JIEYEHUsI OTMEYaJoCh 3HAYMMOE CHUXKEHME CO-
nepxanust I' 1o 6,43 mxmonb/a (p < 0,001).

Ha mpumepe KOHKpEeTHOIT MOAEIN HaM yOajoch IIpO-
JIEMOHCTPUPOBATh TUATHOCTUYECKYI0 M TPAKTUUYECKYIO
3HAUMMOCTb B3aUMOCBSI3U ypoBHell obOuiero Oamna KoK
n koHueHTtpauuii 'Ll B mia3Mme KpoBu oOCIeI0BaHHBIX
nerelt (puc. 2).

OnTtumanbHoI Toukoir Ha ROC-kpuBoii gBisieTcs 1mo-
Kazarejib YyBCTBUTEILHOCTH, PaBHbI 86,67, 1 [TOKa3aTe/lb
cneuuduuHoctu, paBHbiii 100,00. TTnowmwans moa KpuBoit
cocraBuia 0,979, yto yKa3blBaeT Ha TOCTATOYHO XOpollee
Ka4eCcTBO MOJEIU. DTO MO3BOJISIET TOYHO M30paTh covyeTa-
HHUE YYBCTBUTEIBHOCTU U CITEIIU(PUIHOCTA 1 OTIPEICTIUTD
Touky orcedeHust < 86,1. Takum oOpa3oM, MOXHO 3a-
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OPUTMHAJIbHAA CTATbA

O6wui 6ann  Total

100 |-

B [e2] (0]
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L-|yBCTBI/ITeJ'I bHOCTb
Sensitivity

N
o

oH" i I I 1 1
0 20 40 60 80 100
100- Specificity

100-cneununyHoCTb

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 Garmn |
Total O® | EF
8 o1
81 3,9
I1C3 | PSF CO | PF

111 | SF

Jo npuema doatos | B efore
folate intake

e [Toce mpruema omatos |
After folate intake

Puc. 3. Yposenr KX nereit no m mocie npuéma (onueBoi
KUCJIOTHI.

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

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

ITocne xoppexkuuun ypoBHss 'Ll OblL1o TIpOBeIeHO
MOBTOPHOE aHKeTUpOBaHUE JAeTel sl OoIpeaeseHus
nmapametpoB K2K (puc. 3). ITocne mpuéma donueBoit
KHCJIOTHI Y IeTeH CYIIeCTBEHHO YAYUYIIMINCH MOKAa3aTe-
m CO (p = 0,027), IIC3 (p = 0,025) u obero 6amna
(p = 0,023). ITo mkanam LD 1 3P oTMEUCHO yBEIH-

YyeHHe KOJIMYeCTBa 0ajljloB, HO 3HAYMMBIX pasIduuid
He ObLIO.

Oo0cyxaeHue

IToBbimenue ypoBHs 'Ll B mia3me KpoBU OOJBHBIX Jie-
Tell OKa3blBaeT MOBpeXkIaollee ACHCTBUE HA DHIOTEIUN
cocynoB. B cBolo ouepens cCOCTOSTHUE SHAOTEIUS U CTPYK-
Typa COCYIOB 3aBUCAT OT CTPOMAJIBHOI COCTaBJISTIOIICH,
KOTOpasi OIpeAesisieTCs] TeHeTUYECKU OeTePMUHUPOBAH-
HBIMU HapyIIEHUSIMU CTPYKTYpHI KoJIIareHa, OCOOEHHO
MpU cUHApoMe HenubdepeHIIMPOBaHHON TUCIIIa3Un CO-
eIUHUTEIFHON TKAaHU B COYETAHUU C TeMOPPArnIeCKUMU
nposiBieHusimu [27]. PaHee ycTaHOBJEHO, YTO MPUMEHE-
Hie 100aBoK BUTaMMHOB B, B, B, B TepaneBTHYecKux
1 NPOoPUIAKTUIECKUX 103aX B TeUEHUE 3 MeC Y OOJIbHBIX
C COCYTUCTHIMU (popMaMU ITaTOJIOTUM ¥ TEMOPPATUUECKU-
MU TIPOSIBJICHUSIMUA CTIOCOOCTBYET YMEHBIIEHUIO YaCTOThI
00OCTpPEHMI MaTOJOTMYECKUX COCTOSIHUIM, CHUXEHUIO
ypoBHe#t 'Ll B mmazme kpoBu u yiyuineHuto KoK nereit
u ux poauteneii [28]. Jleuenue I'C MOXKXET yMEHBIITUTD PUCK
OCJIOXKHEHMI, TAKUX KaK aHEMUS, 3a00JIeBaHUS CYCTaBOB,
BHYTPEHHUX KpoBou3nussHuii. Bcé ato yayumaer KX ne-
TeW U UX POIUTEIICH, CHIKAsI TPEBOKHOCTh U CTPECC, CBSI-
3aHHBIN C COCTOSTHUEM 00JIbHOTO [29].

YcTaHOBIIEHO BIMSHIE MYTaIUii TeHOB (POJIATHOTO Me-
TabosM3Ma, BIUSIOIIMX Ha MEXaHU3Mbl CUCTEMbI TeMOCTa-
3a. Y JIMII, TOMO3UTOTHBIX MO TaHHOM MyTalluu, HapyIa-
eTcs pacrpezaesneHre GoJaToB B 3pUTPOLIUTAX, YTO COMPO-
BoxJaeTcsl nosbilieHUueM ypoBHeil 'Ll B kpoBu. B To ke
BpeMsl usMeHeHus nociuenosarenbHoctd JHK, koTopbie
MOTYT OBbITh clieicTBUEM MyTauuu B rene MTHFR, Bnusiiot
Ha QYHKUMU OEJKOB, peTryJUpPYIOLIMX OaaHC MEXIY Mpo-
TPOMOOTUYECKUM M aHTUTPOMOOTHYECKUM (haKTopaMu
B cBEpThIBaloeM Kackaje. C y4éTOM CIOXHBIX B3aWMO-
NEeUCTBU, HEOOXOAUMBIX UISI MOIYJISILIMU TPOMOOTHYE-
CKHX U aHTUTPOMOOTHUYCCKUX TTPOIIECCOB, WIST (DYHKIIMO-
HaJIbHOTO KOHTPOJISI CBEPTHIBAHUS TAKKe MMEET 3HAUCHUE
reHeTnyeckuii monumopdusMm MTHFR, ciocOOHBII BU-
TIOV3MEHSITh CTPYKTYpPY OEJIKOB KJIIOUEBBIX PELENTOPOB,
(bepmeHTOB M KOopakTOpoB. HapyimeHre B3anMoneiicTBrst
MeXIy aHTUTpoMOOTHuYecKuM Komiuiekcom (ATIIT —
npoterH S — mporenH C) u dakropaMu CBEPTHIBAHUS
MPUBOIUT K HEPEryJupyeMoMy KackKaay CBEPTbIBAHUS
U U30BITOYHOMY TPOMOOOOpPa30BaHUIO C MOCJEAYIOIeH
akTuBauueil bubpuHonusza. DTO MOXET CTaThb OIHOU
13 TIPUYMH Pa3BUTHS KPOBOTCUEHUI U 3HAUUTEJIBHO CHU-
xkatb KXK'y neBouek-noapoctkos [30].

3ak1oueHue

IMoxkazatenu K2K y nereii ¢ I'C Ha (poHe runepromouuc-
TEMHEMHUHU UMEIOT camble HU3KMeE 0autbl 1Mo mKanam PdD,
LD (p = 0,010), mcuxocoLranbHOro 310poBbs (p = 0,026)
u obiero 6amna (p = 0,012), yem y neTeil ¢ posIBICHUEM
I'C, y xoTtopbix ypoBeHb I'L] B rmiia3me KpoBu ObLT B Mpee-
Jax HopMbI. [1pu aTomM nipuém (ponmeBoit KUCIOTHI Cyllie-
CTBEHHO yMeHbIIIaeT ypoBeHb 'Ll B Itasme KpoBH AeTeid,
YTO CMOCOOCTBYET yBeaudyeHuto ypoBHeit KK mo mkanam
CO (p =0,027), mcuxocourarbHOTO 300poBbs (p = 0,025)
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Pesiome

BBenenne. MykoBucuunos (MB) 1 nepBuyHast imivapHasi IMCKUHE3UsT — HaCJIeACTBEHHbIE 3a00JIeBaHMsI, COMPOBOXKIAI0-
1Iyecst HapylieHreM MYKOIIMUIMapHOTO KJIIMPEHCa U XpOHUIECKUM TTopakeHeM pecrupaTopHoro TpakTa. Lleas: mpencra-
BUTh COBPEMEHHBIE CBEACHHUS O TTATOTEHE3€ TYTOYXOCTH ITPU MYKOOOCTPYKTUBHBIX OOJIE3HSIX JIETKUX U OIPENETUTh PUCKHU
OTOTOKCUYHOCTU aMUHOTJIMKO3MIOB IIPU MOMIYJIMpYIOIieil TapreTHoil Tepanuu MB y nerteii. [IpoBenéH aHaimM3 naHHBIX,
MpeACTaBICHHBIX B MEXIYHAPOIHBIX 6a3ax maHHBIX (Scopus, Web of Science, PubMed) u poccuiickux HaydYHBIX OMOIMOTE-
kax (eLIBRARY.RU, KubepJleHuHka). YcraHOB/IEHbI pa3anuus B XapakTepe TyroyxocTy npu MB u nepBuuHoi Luinap-
HOU TUCKWHE3UN y feTeil. st mmmapHoil TMCKMHe3U XapakTepHa KOHIYKTUBHAsI TTOTepsT cIyXa, B TO BpeMsi Kak ipu MB
COXpaHseTCsl pUCK CEHCOHEBPATbHOI TYTOYXOCTH, OOYCIOBIEHHOI OTOTOKCMYHOCTbHIO aMUHOTJIMKO3UIOB Ha (DOHE TapreT-
Hoii Teparuu. [lepcoHamu3anms JedeHusT 1 MpoMIIaKTUKK 3TUX (HOPM TaTOJIOTUH Y IeTeil CIIOCOOCTBYIOT YMEHBIIICHUIO
PHCKOB, YTO OTIpeaesieT HEOOXOIUMOCTh Pa3pabOTKH CIIeIINATN3UPOBAHHBIX aJITOPUTMOB HaOIIONCHYSI. YCTaHOBICHA He-
00xoauMOoCTh AU hepeHIMPOBAHHOIO MOAX0Ja K MOHUTOPUHTY CIIYXOBOM (DYHKIIMU Y OOJIbHBIX C MYKOOOCTPYKTUBHBIMU
00JIe3HSIMU JIETKHUX.
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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.

Keywords: review, children; cystic fibrosis; primary ciliary dyskinesia; hearing loss: sensorineural hearing loss, conductive hearing
loss; Eustachian tube dysfunction; mucociliary clearance; chronic otitis media; ototoxicity; aminoglycosides

For citation: Sokolova V.N., Malyavina U.S., Simonova O.I., Kondratchikov D.S. Hearing disorders in children with
muco-obstructive lung diseases. Rossiyskiy Pediatricheskiy Zhurnal imeni M.Ya. Studenikina (M.Ya. Studenikin Russian
Pediatric Journal). 2026; 1(1): 45—52. (In Russian). doi: https://doi.org/10.46563/2026-1-1-45-52

For correspondence: Vera N. Sokolova, MD, PhD, senior researcher, Laboratory of scientific foundations of
otorhinolaryngology, National Medical Research Center for Children’s Health, Moscow, Russian Federation,
sokolova-doki@mail.ru

Contributions: Sokolova V.N. — concept and design of the study; Sokolova V.N., Malyavina U.S., Simonova O.I. —
material collection and processing; Sokolova V.N., Malyavina U.S. — writing the text; Simonova O.I., Kondratchikov D.S. —
editing the text. All authors approved the final version of the manuscript and are responsible for the integrity of all parts of the
article.

Information about the authors:

Sokolova V.N., https://orcid.org/0009-0003-0618-1500
Malyavina U.S., https://orcid.org/0000-0002-8968-1935
Simonova O.1., https://orcid.org/0000-0002-2367-9920

Kondratchikov D.S., https://orcid.org/0000-0002-1629-3157

Acknowledgments. The study had no sponsorship.

Conflict of interest. The authors declare no conflict of interest.

Baenenne

MyKOOOCTPYKTUBHBIE O0JIE3HU JIETKUX — MYKOBUCIIU-
no3 (MB) u nepuuHas nunuapHast auckunesus (ILHA) —
TeHETUYECKUE TOJIMOPTaHHbIE 3a00JIeBaHUsI, MPOSIBIISIIO-
LIKMecs] MPEeUMYIIEeCTBEHHO OPOHXOJIErOYHON MaToJorueit
[1-3]. Yka3aHnnble (popMBI TTATOJIOTMU CBS3aHBI C Hapy-
eHueM MykouwinapHoro kiaupeHca (MLK), Ho umeror
pa3Hble MEXaHU3Mbl U KJIMHWYECKUE MposBiaeHus [4, 5].
MIIK — 3To BaxXHBII 3allIMTHBIA MEXaHU3M JbIXaTeJlb-
HOM cHUCTeMbl, KOTOPbI oOecreunBaeT OYUILIEHUE AbIXa-
TEJTBHBIX MyTEH OT MHOPOIHBIX YACTUIL U MUKPOOPTAHU3-
MOB [6]. DTOT Mpoliecc ocyliecTBsieTcs 6aaroaapst coria-
COBaHHOU paboTe IBYX OCHOBHBIX KOMITOHEHTOB: CEKpETa,
KOTOpBI BbIpadaThIBa€TCsl OOKAJIOBUIHBIMU KJIETKAMHU
U TIOJICIU3UCTBIMU KeJe3aMU, U CONPYKECTBEHHOTO JIBU-
KEHUST PECHUYEK, MUKPOCKOTTMYECKUX BOJOCKOBUIHBIX
CTPYKTYpP Ha TOBEPXHOCTU PECHUTYATHIX KJIETOK SITUTEITHS
JbIXaTeJbHbIX TyTel [7]. Babixaemble 4acTUIlbl (ITOJUTIO-
TaHTBI, AJIEPTreHbl, MUKPOOPraHU3MbI, TMATOTEHBI) MO-
MajaloT B JbIXaTeJbHbIC MYTU W 3aePKUBAIOTCS B CJIOE
cnn3d. PECHUYKY COBEPIIAIOT COTJIaCOBAHHBIE BOJHOO0-
pa3HbIe IBUKEHUSI, TIPOIBUTASI CJIN3b, TI0OKA CJIU3b C 3aXBa-
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YEeHHBIMH YaCTUIIAMU HE TOCTUTHET HOCOTJIOTKHU, TA¢ OHA
MO0 OTKAIIIMBAETCs, IMOO mporiaTbiBaeTcs [8].

MB Bo3biBaetcst mytauusimu B reHe CFTR (Cystic
Fibrosis Transmembrane conductance Regulator) —
TpaHCMEMOpPAaHHOM pPETYIITOpe CHHTe3a Oejika, pery-
JINPYIOIIETO TPAHCIIOPT MOHOB XJOpa 4epe3 KICTOUHBIC
MeMOpaHbl. HapyiieHust cuHTe3a 6eyKa MpUBOIAT K AUC-
OajaHCy MOHOB XJIOpa U HaTpusl 1 00€3BOXKMBAHUIO CIIU3U-
CTOTO CJIOSI, YTO CITOCOOCTBYET HAKOIICHUIO TYCTOM CITU3H.
B pesynbrare BelIEISIE MBI CEKPET CTAHOBUTCSI YPE3MEPHO
TYCTBIM M BSI3KUM. [1pn 3TOM CcTpamaroT JIETKKeE, JKeJIya0d-
HO-KUWIIIEYHBI TPaKT, MEeUYeHb, MOMKEIyIOTHAs Xeje3a,
MouerosoBas cucrema |9, 10].

IMJI — penkoe HaciencTBeHHOe 3abojieBaHUE U3
TPYIIIIBI UMJINOTIATH, B OCHOBE KOTOPOTO JIEXKHUT AeDeKT
YIBTPACTPYKTYPHI PECHUYECK SIUTEIUS PECIIMPATOPHOTO
TpakTa U aHAJOTMYHBIX UM CTPYKTYp (KTYTMKM CIepMa-
TO30MIIOB, BOPCUHBI (haJUTOMUEBBIX TPYO, STMEHINMBI Ke-
JIyIOYKOB M [Ip.), TIPUBOISIINX K HAPYIICHUIO X IBUTA-
TeabHOM (yHKImuy [11]. XapakTepusyeTcsl mopakeHuEM
BCEX OTIEJIOB PECIMPaTOPHOTO TpaKTa ¢ (popMupoBaHUEM
XPOHMYECKOTO BOCHAIMTEIBHOTO IIpoliecca, HapyIIeHH-
eM bepTWIbHOCTU (Oecrioaue, MPeuMyIleCTBEHHO MYX-
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CKO€, IKTONMMYECKUe OepeMEeHHOCTH Y KeHIInH). OKoJio
nosoBUHBI 00JbHBIX [T/ MMetoT nosiHOe WX HEeMoJIHOe
00paTHOE PacroJIOKEHNE BHYTPEHHUX OPTaHOB C pa3Inyg-
HBIMU BapuaHTaMU reTepotakcnu (cmHapoMm KaprareHe-
pa). DTO ayTOCOMHO-peleCCUBHOE 3a00JIeBaHUE, CBSI3aH-
Hoe ¢ MyTauussMu 0ojiee yeM B 40 reHax [12, 13].

Iems 0030pa: TIPENCTaBUTH COBPEMEHHBIE CBEICHUS
0 TaTOreHe3e TYTOyXOCTH MPU MYKOOOCTPYKTUBHBIX 00Je3-
HSIX JIETKUX, ONIPEACIUTh pa3Inyus HapyIIeHU clTyxa IIpu
MB u ITI/I, ycTaHOBUTh PUCKU OTOTOKCUYHOCTU aMUHO-
IJIMKO3UIOB MPU MOIYJIUpPYIOLIel TapreTHoi Tepanuu MB
y nmeteit. Takue cBemeHUsS HEOOXOMUMBI IJISI TOTO, YTOOBI
BBISIBUTH 3HAYMMOCTbH TMIIOTE3BI O TOM, YTO TYTOYXOCTh
y 9TUX OOJIbHBIX — HE PeAKOe OCJIOXHEHHUE, a COueTaHHasI
dbopma naronoruu, TpedyoLasi 0co60ro BHUMaHUS.

Bo3MoxkHbIe MpUUMHBI CHUXKEHUS cayxa Kak mpu MB,
tak u nipu [T/ cBsI3aHBI ¢ pa3IMYHBIMU MeXaHM3MaMU.
Bo-mepBEIX, HapyIleHUsS MYKOLWJIMAPHOTO TpPaHCIIOP-
Ta U XPOHWYECKMI BOCTAIUTEIbHBIN TPOLECC MPUBOIAT
K KOHIYKTUBHOI TYTOyXOCTHU IPU PaCIpOCTPaHEHUU BOC-
MajieHusI TyoapHBIM TyTeM [8, 14, 15]. Bo-BTOpHIX, Yy meTeit
¢ OpOHXOJIETOYHOI MaTOoJOTueil COXpaHseTcsl HeOoOXOoau-
MOCTb WCIIOJIb30BaHUSI aMUHOTJMKO3UIOB, SIBISIOIIMXCS
KOXJIEOTOKCUYHBIMHU ITpenapaTamu [ 16—19]. OnpenenéHHoe
3HAYEeHUE UMEIOT TakK>Ke OCOOEHHOCTU TE€UEHUS U OCJIOXKHE-
HUSI MyKOOOCTPYKTHUBHBIX 00JIe3HEN JIETKUX U HAJTUYUE CO-
MyTCTBYIOIUX TEHETUYECKUX HapylieHui [20].

IIpoBeneHbl aHaIU3 JAHHBIX U CHUCTeMaTU3alUs Ha-
VUHBIX ITyOJUKAIW, MPEACTaBICHHBIX B MEXIyHApOI-
HBIX 0a3ax maHHBIX (Scopus, Web of Science, PubMed)
u poccuiickux HaydyHbIx Oubamorekax (eLIBRARY.RU,
KubepJlenunka).

ITaTrodusunonorus napymenuii cayxa npu MB u ITIJT

DnuTenuii, BBICTIIAIOIINA CIM3UCTYI0 OO0OJIOUKY
CpPEIHETO yXa, SBJSIEeTCS BUIOM3MEHEHHBIM SIHUTEIINEM
BO3JIYXOHOCHBIX MyTell, MPOHUKAIOIIMM B OapabaHHYIO
TOJIOCTh Yepe3 CIyXoBylo TpyOy. Cimsumcras 000J0YKa
CIIYXOBOU TpYOBI TOKpBITA MepPLATEIbHBIM SITUTEIAEM,
BKJIIOUAIOIIMM PECHUTYATHIC, OOKAJIOBUIHBIC, BCTABOY-
HbIe W Oa3ajibHBIe KIeTKU [14]. OTHOIIeHUE MeplaTeIb-
HBIX KJIETOK K OOKaJOBUIHBIM B ITEPENOHYATO-XPSIILIEBOM
oTaese ciayxoBoi Tpyobl — 5:1. B KocTHOM otaene ciy-
XOBOW TpPYyOBI CIM3UCTast 000J0YKA 3HAYMTEITHHO TOHB-
1€ U MO0 CBOEMY CTPOEHMIO MPUOIMKAETCS K CIUZUCTON
obosiouke GapabanHHoi mojoct. OHa TakXKe BBICTIAHA
MepLAaTeIbHbIM SIUTEINEM U CONEPXUT OOKAJIOBUIHBIC
knetku. KojauuyecTBo Xen€3 B COOCTBEHHOU IJIaCTHMHKE
10 CPABHEHUIO C XPSIIEBBIM OTIEIOM HECKOJIbKO CHUXE-
HO. DnuTenuii 6apabaHHOI MOJOCTU BOJU3U YCThsI CIIYXO-
BOI TPYObl LIMJIMHAPUYECKUIA MEpLATENbHBINA, COAEPKUT
HeOO0JIbIIIOE KOJIMYECTBO OOKATOBUIHKIX KJIeTOK. [1o mepe
YIAJICHUST OT YCThSI CIYXOBOUM TPYOBI SITUTEIINII CTAHOBUT-
Csl OHOCJIOMHBIM KyOMYECKHM, a B PETPOTUMITAaHAIbHBIX
OTIejaX — OTHOCIOWHBIM IUIOCKHM C PEOIKUMU PECHUI-
Kamu. B cocrtaBe ciau3ucToit 000J0YKM B 00JacTU MpPO-
MOHTOPMSI MHOTO CEKPETUPYIOIIMX U HECEKPETUPYIOIIUX
MWIMHIPUYIECKUX KJIETOK, Majio PECHUTYATBIX M COBCEM
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MaJIO OOKaJIOBUAHBIX KJIETOK. TOJIIIMHA CIU3UCTON 000-
JIOYKU W BBIPAXEHHOCTh JUMGbOUTHON HMHOUABTpALUN
TakKe TTOCTeTIEHHO YOBIBAIOT B HAIIPaBJICHUU SIUTUMIIA-
HyMa, 9TO OOBSICHSICT YMEHBIICHNE IMTPOIYKIINI CEKPETOP-
HBIX MMMYHOIJIOOYJIMHOB Pa3JMYHBIX KJIACCOB OT YCTbsI
CITyXOBOI TpyOBI K aHTpyMmYy [ 14, 15].

Crolikast KOHIYKTUBHASI TYTOYXOCTh Ha (hoHEe AUChYH-
KIIMU CJIyXOBOI TPyOBI CBSI3aHA C XPOHUUYECKUM PUHOCH-
HycuToM U HapyuieHueM MIIK y maiueHTOB ¢ MyKOOO-
CTPYKTUBHBIMU 3aboneBaHusiMu [21, 22]. Hapyuienus
MPOXOANMOCTH CIYXOBOW TPYObI MPUBOIST K CHUXKEHUIO
IaBJIcHUS B 0apabaHHOI ITOJIOCTH, UTO 3aITyCKaeT KacKaj
MaTOJOTMYECKUX U3MEHEHUI: HapacTaeT OTEK CIUZUCTOMN
000JI0YKH, YCUJIMBAETCS TpaHccyaalus, YCyryoJsitoniast
HapylleHUusT MUKpoIupKystun. Co BpeMEeHEM pa3BH-
BaeTCsl MeTarula3usl SMUTEUsT — 3allUTHBIA TUTOCKUI
SIUTEINI 6apabaHHON TIOJOCTU CPEAHETO yxa 3amellla-
eTCs CeKPETOPHBIM MUJINHIPUIECKUM, C OOVIILHBIMU 00-
KaJIOBUITHBIMU KJIETKAMU, aKTUBHO BBIPA0OATHIBAIOIINMU
causb. [To Mepe HaKOIUIEHUST 9KCcyaaTa U IMPOrpeccupy-
FOIETO CHIDKEHUS aspalliy CpPeIHero yxa (opmupyercs
MOPOYHBIN KPYyT, MOAACPXKUBAIOIINN XPOHU3ALMIO TTPO-
mecca [23, 24].

Benyuue natorenbl

IMpu MB u ITL y neteii HapyieHUsT GyHKIIMOHUPOBA-
HUS CUCTEMBI MyKOLIMJIMAPHOTO TPAHCTIOPTA CLIOCOOCTBY-
0T CO3MaHUIO UIeaIbHOM Cpelbl 111 KOJTOHU3ALMUN AbIXa-
TEJIbHBIX IyTei MaTOreHHOU MUKPOOUOTOI, UTO BbI3bIBAET
MpOorpeccupylolliee TeYeHe MaToJOTuU JIETKUX, a B CIIy-
Yyae MOpaKeHUsI BEPXHUX JbIXaTeIbHbIX MyTeil MPUBOAUT
K PEeUMINBUPYIOIIMM M XPOHWMUYECKUM CPETHUM OTHTaM
[14, 15]. BakTepuanbHblii (DOH TPU ITUX 3a00JIEBAHUSIX
TakxXKe MMeeT XapakKTepHble ocobeHHocTH. [Ipu MB uH-
dek1mm Jalre BhI3BIBAIOTCS CIIeIN(UISCKIMHU TTaTOTeHAa-
mu. Staphylococcus aureus (4aCTO METULIMJUIMH-PE3UCTEH-
THBIE — MRSA) — omgHa M3 TmepBbIX KOJOHU3UPYIOIINX
bakTepuii, 0COOCHHO y nmeTeld, Pseudomonas aeruginosa —
rpaMoTpUlIaTeIbHAs TOABUXXHASI OaKTeprs MaJOYKOBUI-
HOM (hOpMBI — SIBJISIETCS KJTIOUEBLIM MaToreHoM npu MB,
dopMupyeT OMOIUIEHKU U YCTOMYMBBIEC IITAMMbI, XPOHU-
yeckasi KOJIOHU3alMsl KOTOPbIMU acCOLIMMPOBaHa ¢ yXyaI-
meHueM (YHKIIMA UMEHHO JIETKMX. BepxHue mbIxaTeinb-
HBIE MYTH, B OCOOCHHOCTH HOCOTJIOTKA M OKOJIOHOCOBEIE
Ma3yxu, BBICTYIAIOT MEePBUYHBIM Pe3epByapoM U KPUTH-
YyecKOW 30HOM amantauuu mis P. aeruginosa, oTKyna oHa
BIOCJIEICTBUM PACOPOCTPAHSIETCS B HUXHUE JbIXaTEb-
Hble TMyTU. Y TNpenpacrnojioXeHHBIX MnauueHToB ¢ MB
P. aeruginosa cHavaia KOJJOHU3UPYET BEPXHUE IBIXaTCIIb-
HbI€ MYTH, I B ycJaoBUsix HapymeHHoro MIIK npowucxo-
AT e€ KJIIoueBas afanTalus: MPUKPETUIeHUE K SITUTENUIO,
¢dopMupoBaHE 3aIMUTHON OMOTUIEHKH U TIePEX0 B MyKO-
uaHbI henotun [25]. TTocne 3akperneHus: B 3TOM «ILIall-
napMe» OaKkTepus MPEUMYIIECTBEHHO Yepe3 MUKPOACIu-
paumio WHOUIMPOBAHHON CIM3W MUTPUPYET B OpOHXU
U JIETKUE, THULIUUPYS XpOHUYECKYIo nHpekuuo. MMeHHO
IMO3TOMY paHHee BBISIBJICHUE U 3panukauus P. aeruginosa
W3 BEPXHUX IBIXaTeIbHBIX ITyTEH SIBJISICTCS KITIOUEBBIM 3BE-
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HAYYHbI OB30P

HOM TIpO(MDUIAKTUKU TSKEJIBIX MMOpakeHUi JNErkmux [26].
OOHapyxXuBatoTcs Takxke Burkholderia cepacia complex —
OomnacHble MYJIbTUPE3UCTEHTHbhIE OaKTepUHu, CIIOCOOHBIC
BBI3BIBATh TSOKENBIC TTHEBMOHUM U, pexke, Haemophilus
influenzae. Takum o6pazom, npu MB ocHoBHOII OakTe-
pUaNbHBIA (DOH CBSA3aH C KOJIOHM3ALUMEN HUXHUX JIbIXa-
TeJbHBIX TyTeil. CpemHee yXo Jallle MopaxkaeTcsT IPYTUMU
MaToreHaMu, KOTOpble SIBJISIOTCS BEOYIIUMU OaKTepu-
aJIbHBIMU Bo30yautensiMmu y 6oiabHbIX TTLLJI, Takumu kak
Streptococcus pneumoniae n Moraxella catarrhalis. I1ocnen-
Hss, Kak u H. influenzae, iBnsieTCs yacTbIM BO30OyaUTEIEM
xpoHndeckux nHbexumii mpu 111 n BeIceBaeTCsT TakKe
MPU XPOHUYECKUX CPEIHUX OTUTax. P. aeruginosa 4acto
BBISIBJISIETCSI TIPU TTPOTPECCUPOBAHUM OOJIE3HM, HO pexke,
yeM 1ipu MB, S. aureus (Bkimogast MRSA) BcTpedaeTcs,
HO He TaK 4acTo, Kak npu MB [26].

Hapymenus cayxa npu MB u ITI{

Aynuosiornyeckoe o0ciefoBaHME JOCTaTOYHO O0JIb-
11I0#1 rpyTel neteit ¢ M B mokasasno cpaBHUMYIO (MIH Jazke
MEHbIIYI0) ¢ O0LIel Momyasuueid pacnpocTpaHEHHOCTD
KOHAYKTHUBHOI Tyroyxoctu (2,4%) [27]. Takum obpaszom,
MOXHO TOBOPUTH O HOPMaJIbHOM (PYHKIIMOHMPOBAHUU
MOJIOCTEH cpeaHero yxa mpu MB y geTeit, Bompeku oxXuaa-
HUSIM, CBSI3aHHBIM C BbIPa’KEHHBIM MOPaXKeHUEM BEPXHUX
JBIXaTeIbHBIX MyTeli Ha (hoHe naHHOoTOo 3aboneBaHus [28].

OOGpaTHas cutyauusi Habmopaetcss y nereir ¢ TTLIJL.
IIpaxktruecku y Bcex mauueHToB ¢ [TLI1 B neTcKoM 1 nmoj-
POCTKOBOM BO3pacTe HaOJIOMAIOTCSI XPOHUYECKUE IKC-
CyIaTUBHBIC OTUTHI U CBSI3aHHASl ¢ HUMU KOHIYKTHBHAS
TYrOyXOCTb Pa3fiu4yHoOi crenieHM TskecTu [29, 30]. Ilpu
I/ pa3BuBaeTcsi TUOUYHBIA CUMIITOMOKOMILIEKC,
BKJTIOUAIONINI pelMANBUPYIONIEe WHOEKIIMU BEPXHUX
(PMHUTBI, CUHYCUTbBI) U HUXKHUX (OPOHXUTHI, THEBMOHUU )
IBIXaTeIBHBIX ITyTel, a TakKe mopaxkeHus JIOP-opraHos
(cpeaHue OTUTHI). DTU OCOOEHHOCTU Ae0loTa U TeYeHUs
3a00JieBaHUSI TPEOYIOT OT MEeAMaTPOB, OTOJAPMHIOJIOTOB
¥ CypIOJIOTOB TTOBBIIIEHHOM HACTOPOKCHHOCTH.

YV o6onbHbix TTLJI yxe B paHHEM NETCKOM BO3pacTe
pPa3BUBAIOTCS PELIMAUBUPYIONINE UM XPOHUYECKUE NIBY-
CTOPOHHUE 9KCCYIaTUBHBIC CPEITHUE OTUTHI, TIPUBOISIIIE
K CTOMKOMY CHIXKeHUIO cyxa [31]. XoTs TUMIaHOCTOMUS
(IIyHTHpOBaHMUE) 00ecIieunBaeT ObICTPOE yaalleHHe DKC-
cylmaTa M BOCCTAHOBJICHUE CIIyXa, YTO KPUTUICCKU BaxKHO
IU1sT TPOGUIIAKTUKM 3aIePKKU PEYeBOr0 U KOTHUTUBHO-
O pa3BUTHUS AETEU, y JAHHOW KATErOpuu IMALMEHTOB OHA
COMpSTKEHA C BBICOKMM PUCKOM OCJIOKHEHWI: peaKTHB-
HBIM 00pa30BaHUEM IPAHYJISILIMIA U TTOJTUIIOB BOKPYT LITyH-
Ta, CTOMKOM mepdopall IOCIe ero yaaaeHUsI U TPYIHO
MOAAIONIEHCS JIEUEHUIO TIEPCUCTUPYIONIe OTOpen, KO-
Topasi MOXeT CyObEeKTUBHO TMEPEHOCUTHCS TsDKesee, YeM
HMCXOOHAsI TYroyxocTh [32]. JlonrocpoyHble HAOTIOAECHUS
3a 34 6onbHbiMu I B TeueHue 9,5 jieT He BBISIBUWIU
HU OAHOTO ciydast GOpMUPOBAHUST TPUOOPETEHHOI X0JIe-
cTeaToMBI Ha (pOHE XPOHMIECKOTO SKCCYIATUBHOTO Cpe-
HEro OTWUTAa y JaHHOW TpyMIIbl MAlMEHTOB. DTO CBI3aHO
¢ natoreHe3oM ITL/I: mocTossHHOE Hanu4yKe BSI3KOTO DKC-
cymaTa MeXaHWIECKU TIPEISITCTBYET PETPAKIIMKA KapMaHOB

bGapabaHHOI MEPETTIOHKN — KIIFOUeBOMY 3TaITy B pa3BUTHH
xojiecteatoMbl [32]. JlaHHBIE (baKThl CBUIETEILCTBYIOT
B ITOJIB3Y TU(P(PepeHIMPOBAHHOTO MOAX0/Ia, CMEIIAIOIIETO
aKIIEHT ¢ PYTMHHOTO IIYHTUPOBAHUS Ha CTpaTeTUIO aK-
TUBHOTO MOHMUTOPUHIA M ayduOJOTMYECKOro KOHTPOJI,
IIpY KOTOPOM peIlIeHue 00 OIeparuy JOJKHO OCHOBBI-
BaThCsI HA CTeTIEHN KOHIYKTUBHOW TYTOYXOCTH, a HE TOJIb-
KO Ha HaJW4yuM 3KccynaTa. [1pu aToM, HECMOTPSI Ha BbI-
COKYIO YaCTOTY XMPYPTAYCCKIX BMEIIIaTEeIbCTB B aHAMHE3¢
(mo 60% y meTeil B cTapLinX IpyIiax), OHU 4acTo He JaloT
0XUJIAeMOI0 BBIPAXEHHOTO U JOJrocpovyHoro addekTa,
YTO TIOMYEPKUBACT IPUOPUTET KOHCEPBATMBHOTO Bee-
Hus. Tepamnust skccyagaTUBHOTO cpeaHero otuta mpu [T
HOCUT KOMIUIEKCHBIII XapaKTep M HallpaBjieHa Ha YyiIyd-
menue MK [14, 15]. Ona BKiII0YaeT peryiasipHbIi TyajleT
MOJIOCTH HOCA, NMPUMEHEHUE TOIMYECKUX TIIOKOKOPTH-
KOCTEPOUIOB TIPU AJJIEPTUYECKOM KOMIIOHEHTE, KypCO-
BOW MpPUEM TepopajbHbIX MYKOJIUTUKOB (aMOPOKCOI,
KapOOLIMCTEUH), a TIPU OOOCTPEHUSIX CUHYCUTa — aHTU-
OakTepHaIbHYIO TEpaIuio, TPEIMOYTUTEILHO ITapeHTe-
PaJTbHYIO WUIM TICPOPATBbHYIO B BBICOKHMX 033X C YUIETOM
YYBCTBUTEIBHOCTU MATOTEHHON MUKPOOMOTHI K aHTUOUO-
ThKaMm [26].

OTOTOKCHYHOCTD AMHHOIJIMKO3U10B

IMauumentam ¢ MB u I1LJI npu BbIsIBIEHUU B MOKPOTE
P. aeruginosa u MRSA pekoMeHI0BaHbl KOMOMHAIIUM aMU-
HOIJIMKO3UIOB C liedhansocnopuHaMu 3—4-ro TOKOJEHUS
B MaKCHMMAaJIbHBIX BO3PACTHBIX M03aX IIpernapaToB. AMIUHO-
TJIMKO3UIBI B TaOJIETUPOBAHHBIX M BHYTPUBEHHBIX (DOopMax
MOTYT HaKaIrJMBaTbhCs B BHICOKUX KOHILEHTPALMSIX B SHI0-
mmmMbe 1 iepmmMde BHYTPEHHETO yXa, IIepro IIOJTyBhIBe-
JIeHUs] TIpU BBEIEHUM HECKOIbKUX 103 — 10 30 nHeit. OTo-
TOKCUYHOCTb MOXET IIPOSIBJSITbCS KOXJIEOTOKCHUECKUM
(TIpeMMYIIECTBEHHO IIYMOM B YIIaX M CEHCOHEBPATbHOI
TYTOYXOCTbIO, KOTOPYIO MAIlMEHTHI JETCKOTO BO3pacTa MO-
I'YT U HEe OCO3HaBaTh) U BECTUOYJIOTOKCUYECKUM (TOJIOBO-
KpYyXeHHe, TOIITHOTA, PBOTA, HUCTArM, aTaKCHST) NeiiCTBEM
[18, 19, 33]. HeomuuuH siByisieTcsl HauboJjee KOXJaeo- U Bec-
THOYJIOTOKCUYHBIM TIperapaToM, 3aTeM B MOpsiIKe yObIBa-
HMST TOKCUIHOCTH PACTIOJIaTaloTCs TeHTAMMIINH, KaHAMM-
LIMH, TOOpaMULIMH, aMUKALIMH, HETUIMULMH [33, 34].

AMUHOTJIMKO3UIBI ITPEOI0JICBAIOT TeMAaTOJIA0M PUHTHBIN
OGapbep B COCYIHCTOH ITOJIOCKE YJIMTKM BHYTPEHHETO yXa
1 TIPOHUKAIOT B sHAoJuMby. [anee oHM MOCTynaroT B BO-
JIOCKOBBIC KJIETKU IBYMSI OCHOBHBIMHU ITyTSIMU: PEICIITOP-
HO-OIIOCPEIOBAHHBIN (harolMTO3 M KaHAJIbl MEXaHO3JICK-
Tpuyeckoi TpaHcoykuuu. [1ornaB BHYTpb KJIETKU, aMUHO-
TJIMKO3UIBI OJTOKMPYIOT MOTCHIIMAT3aBUCUMEBIC KaJleBBIC
KaHaJIbl, HapylIasg PerojiIpU3alldi0 W BBI3bIBASI CTOMKYIO
JIETOIpU3ali0 MEMOPAHBI, UYTO CITOCOOCTBYET T'OeIn BO-
JIOCKOBBIX KJICTOK; CBSI3BIBAIOTCST C MHOKECTBOM IIUTOILIA3-
MaTUYECKNX OEJTKOB, HEKOTOPhIE M3 KOTOPHIX, BOBMOXKHO,
NI€3aKTUBUPYIOT MOJIEKYJIy aMUHOTJIMKO3UIA U pa3pylIaloT
MUTOXOHAPHUH, CXOXHUE IO CTPYKType ¢ OaKTepHUaTbHBIMU
opraHeJJIaMH, BBI3bIBasl BBIXOJI IIPOAITONITO3HBIX (haKTOPOB
1 OKHCIUTENbHBIX (DePMEHTOB B LIUTOILIA3MYy, 3aITyCKaro-
X OKUCITUTEIBHBIN cTpecc U amonTo3 [33].
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XOTS MHUTOXOHIpPHUAIbHBIE PUOOCOMBI M ITOXOXH Ha
OakTepuajbHble, aMUHOTJIIMKO3UIBI PEIKO TOBPEXIAIOT
KJIETKU YeJI0BeKa MpU OOBIYHOM MPUMEHEHU . DTO CBsI3a-
HO C IBOMHOM MeMOpaHO MUTOXOHIPUIA, KOTOpasi 1efiCT-
BYeT KaK 0apbep M MelllaeT JIeKapCTBaM IIPOHUKATh BHYTPh
OpraHeJTIbl. AMWHOTJIMKO3UIHBIC aHTUOMOTUKUA TIPOBO-
LIMPYIOT OBICTpOE U HEOOpaTMMOE pPa3BUTHE TYTOYXOCTH
IpY HAJIWYUM JOCTATOYHO PEIKOU MyTallMU C 3aMEHOM
15554 va G n 1494C na T B mutoxonapuanbHoit JIHK,
pu 3ToM (opMUpyeTcs MPENMYIIEeCTBEHHO IBYCTOPOH-
Hs1s1 TyroyxocTh I1I—IV crenenu, naxe nmpu omfHOKpaTHOM
MMPUMEHEHUM aMUHOTJINKO3UIOB [35].

CornacHO HAaHHBIM psIga MAcIITAOHBIX MeTaaHaJIM-
30B HE BBISIBIICHO 3HAYMMBIX KOPPEISLINI MEXIY 4acTo-
TOI Pa3BUTUS TYTOYXOCTU U MIPUMEHEHUEM BBICOKHX J03
aMMHOIJIMKO3UI0B (TeHTaMUIIMH, TOOpaMUIIMH, aMUKa-
LuH) B o01eit nonyiasuuu [36, 37]. Tem He MeHee rpyIIibl
pucka, TenuaTpuieckie M repOHTOJIOTUYECKUE TTalueH -
ThI TIPU UCXOAHO HApYLIEHHON (DYHKIIMU ciiyxa TpeOyloT
0cO00r0o MOHMUTOPUHTA B CBSI3U C IMOTEHIMAJIBHON OTO-
ToKcuYHOCTBIO [38]. Takke BO3IeiiCTBUE TPOMKOTO 3BY-
Ka 3a 2 MecC 10 BBENEHUS aMUHOTJIMKO3UIOB YCUJINBAET
OTOTOKCHUYHOCTb [0 CPABHEHMIO C TAKOBOU MPU BBEACHUU
aMUHOTJIMKO3UIOB 0€3 MpeaBapuTebHOoro mryma [39].

Mytauun CFTR, npuBopdinve K moTepe (yHKIUU
6enka ipu M B, MOTyT yMeHbBIIIaTh OTOTOKCUYHOCTh aMU-
HOIIMKO3MIOB M3-3a HAPYIIEHUS MX TPAHCIIOPTa B KIJIETKHU
yiutku [40—42]. TIpu 5TOM HYXXKHO YUYUTHIBATh, YTO Tap-
retHast Teparust (Momyasitopel CFTR) MOXeT BOCCTaHaB-
JINBATh 3TOT TPAHCIOPT, MOTCHUMAIbHO ITOBHIIIAS PHCK
otorokcuyHoctu [43]. B Hamem LleHTpe cypmosorom
HaOmonanca 6onbHoit MB 14 ner (romosurora F508del
CO CcpemHeTsDKENBIM TedeHMeM MB) Ha ¢oHe TapreT-
Hoil Tepanuu ¢ aBrycta 2022 r. mo mapt 2023 r. EMy 0611
npuMeHEH aMuKauuH B 2023 1. B TepaneBTUYECKON 103¢
nmapeHTepaibHO. [1pu KOHTPOIBHBIX UCCAEIOBAHUSIX CIIY-
Xa, B TOM YHCJIe TIPYM BBICOKOYACTOTHON TOHAIBHOMU I10-
pPOTOBOI ayIMOMETPUHU, HE OBUIO BBISIBJICHO MOBBIIICHMS
MOPOTOB CJIyXa WM CHWXXEHUsS IOpOroB auckomdopTa.
Tem He MeHee OoabHbie MB, mosyyaroliyde TapreTHYIO
Teparuio, TPy HEOOXOMMMOCTHY IIPUMEHEHUSI aHTHOMOTH -
KOB aMUHOTJIMKO3UIHOTO PSIa JOJKHBI HAXOIUTHCS IO
HaOJrromeHeM cypaoiiora. [1py BBISIBJICHUW paHHUX CIIY-
XOBBIX PACCTPOMCTB HEOOXOAUMO MPEKPATUTh KYypC aHTH-
OMOTUKOTEPAIIUM, YTO TTO3BOJIMT MIPEAYIIPEINTh PA3BUTHE
CHIDKCHMS ciIyXa. MHTasImoHHbIe (POPMBI AMUHOTIINKO-
3UJI0B JEMOHCTPUPYIOT OoJjiee 01aronpusiTHbIN Mpoduib
0e30MMacHOCTH B OTHOILLIEHUY OTOTOKCUYHOCTH Ojaromapsi
MUHUMAJIBHOM CUCTEMHOI abcoporum [44].

[Tpn HeoOXOMMMOCTH Ha3HAYCHMST aMUHOTIMKO3HUIOB
MapeHTepaJbHO, BHE 3aBUCHMOCTU OT TapreTHOM Tepa-
nuu, nanueHtam ¢ MB u IT1LJI BaxHO oOpaiiaTh BHUMA-
HHE Ha TOSBJICHNE CYObEKTUBHBIX CUMIITOMOB, TAKMX KaK
IIYM B yIIIaX WX TOJOBOKPYKEHHE, KOTOPhIE MOTYT OBITh
PaHHUMU TIPU3HAKAMU OTOTOKCUYECKOTO HeiicTBus. [1pn
BO3HMKHOBEHWMU MOAOOHBIX MPOSIBICHUM MOKa3aHbl OTME-
Ha aMUHOTJIMKO3UIOB U TIPOBEIeHNE TOHAIBHON TTOPOTO-
BOIf aymroMeTpuu. PekoMeHmyeTcst n36eraTh COYCTAHHOTO

REVIEW

MMPUMEHEHUSI ¢ IPYTMMU OTOTOKCUYHBIMM IIpeItapaTaMmu,
MEeTIeBbIMU AUYypeTUKAMU. Y OOJBbHBIX C OTSTOIIEHHBIM
CceMeifHBIM aHAMHE30M IT0 TYTOYXOCTH ITOCJIe IIpUEMa TeH-
TaMMIIMHA HEOOXOAMMO T'eHeTUYECKOEe TeCTUPOBaHUE ISt
BBISIBJIEHUS MyTauuit (Hanpumep, A 1555 Ha G) [45]. 3amu-
Ta OT OTOTOKCMYHOCTH aMMHOIJIMKO3UIOB ObLla ITOKa3a-
Ha U IITUPOKOTO CIEKTpa aHTHOKCUIAHTOB (Harmpumep,
N-auerunuucrerta, D-MeTHOHMHA, JTUIIOEBOM KUCIOTHI,
koepmenTta Q10, Burtamuna E) [36, 37, 46]. Canunuia-
Thl CUMTAIOTCS aHTUOKCHIAHTHBIMU IIperapaTamu, CIIO-
COOHBIMM CBSI3bIBaTh CBOOOIHBIC paJavKalbl KUCIOPOA.
OO6HapyXeHO, YTO MPUMEHEHNEe acITUpUHA IIPU Teparnu
AMMHOIIMKO3UIAMU CHUXKAET CTeIIEHb IIOTePU HAPYXKHBIX
BOJIOCKOBBIX KJIETOK [47].

CayxonpoTe3upoBaHue y 00i1bHBIX MB B cTapiieM Bo3-
pacrte gBIIeTCST BaXKHBIM HaIpaBIeHUEM peaOWINTaLNM,
HampaBJIeHHbIM Ha KOPPEKLMIO CTOMKON CEHCOHEBPAJIb-
HOI Tyroyxoctu npu e€ pa3putum [48]. CHUXeHME ciiyXa
HAYMHAETCS C BHICOKMX YACTOT, IMOCTEIIEHHO MPOIrPecCcu-
pysa. TakTvKa OCHOBaHa Ha ayJaMOJOTMYECKOM KOHTPOJIE
" Ipu (hopMax TYTOYXOCTH, 3aTPYIHSIOMINX KOMMYHMKA-
LIMIO, BBI3BIBAIOIIMX CIOXKHOCTU B OOYYEHUU B OOJIBILIKX
ayIUTOPUSIX U ITPY OOILEHUH B IIIyMHBIX CUTYaLISIX, [TOKA-
3aHO IMPOTE3UPOBaHUE HMMPOBBIMU CIYXOBBIMU allriapa-
TaMH, o0ecIieYnBaOIINMI 3PHEKTUBHYIO KOMITEHCALINIO
BBICOKOYACTOTHOM IMOTEPU M YJIyYIlleHUE Pa30OpPUUMBOCTU
peun B myme. KirroueBBIMU OCOOEHHOCTSIMU SIBJISTIOTCSI
HEOOXOAUMOCTh Y4éTa OOILEro COMAaTUYECKOIro cTaTyca
0O0JIbHOTO, BO3MOXKHOI'O HaJM4YMs COITYTCTBYIOIIEH IIa-
TOJIOTMM CPEIHETO yXa, a TAKXKe TECHOE B3aMMOJEICTBUE
CypIoJiora ¢ IIyJIbMOHOJIOTOM JUIsSl Ompeie/ieHus: OajlaHca
MEXIY ayINOJIOTHICCKUMM PUCKaAMU ¥ KM3HEHHOMN He00-
XOIMMOCTbIO aHTUOAKTEpUAIbHOM TePaITUU.

3aKkinoyenue

Hapymenus ciryxa mpu MB u [T HocsAT pasHooOpas-
Hblii xapakrtep. s TTLJI xapakrepHa cToiikass KOHIYK-
TUBHAsI TYTOYXOCTb, CBSI3aHHAsI C XPOHUYECKUM CPEIHUM
OTUTOM M NUCOYHKIMEU CITYXOBOM TPYOBI, TpeOyromast
HACTOPOXXEHHOCTHU Bpayeil MepBUYHOIO 3B€HA B OTHOIIIE-
HUU 3TOTO IOJMOPTaHHOTIO 3a00JIcBaHUS W IIPOBEACHUS
IUIUTEJIbHOW TIEPUOANYECKON KOHCEPBATUBHOM TEpanuu,
B TO BpeMs Kak ITpu M B mmoTeHIIMaIbHO COXpaHSIeTCs PUCK
Pa3BUTUSI CEHCOHEBPAIbHON TYTOYXOCTH, O0YCJIOBIEHHOI
OTOTOKCUYHOCThIO AMUHOTJIMKO3UIOB Ha (DOHE TapreTHOM
teparmuu. IlpodunakTuyeckue crpaTernu (BaKIIMHALIMS
OT reMo(uabHON WHGbEKIUN, aHTUOKCUIAHTHAs Tepa-
IS IPY TIPUEME aMUHOTJIMKO3UIOB) U MHANBUIYATbHBII
MOA00p CXeM JIEYEHMST MOTYT YMEHbBIIUTb PUCK CIYXOBbBIX
HapyuieHuit y 6oabHbix MB u TTLLI.
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Pesiome

Bgenenne. CuHIpoM MOMUKUCTO3HBIX SUYHUKOB (CITKS) — 3HaunMoe 3HAOKPUHHOE HapyllleHWe, OCOOEHHO 3aTPyIHU-
TeJbHOE JIJIST IUarHOCTUKU Y JEBOUCK-TIOAPOCTKOB, KOTAA €T0 KIMHUYECKash KapTUHA KaMyhIupyeTcs Mo (hM3HoJIoThIe-
CKHe 0COOEHHOCTH ITybepTaTHOTO nepruona. KimoueBbiMy KIMHUYeCKUMH TposiBiieHusMu CITKS y moapocTkoB SIBISIOTCS
HapyIIeHUs MEHCTPYaJIbHOTO LIMKJIA, TUTIEPaHIPOTEHHBIE CUMITTOMBI M META00TNYECKIE U3MEHEHUSI, KOTOPHIE B COBOKYII-
HOCTH CO3M1AI0T BBICOKU I pUCK HEOJArONMPUSITHBIX PEITPOAYKTUBHBIX U cOMaThUYecKux nociaenactsuii. Ileas 063opa: npeacra-
BUTh COBpeMeHHbIE AaHHbIe 0 (hopmupoBaHuu CITKS, ero maTtoreHese, AMarHOCTUKE U JICYEHUU Y AEBOUYEK-TIOIPOCTKOB.
[Touck nuteparypsl npoBoawin B 6a3zax naHHbix PubMed, eLIBRARY.RU, Google Scholar, Embase. OTcyTcTBUE yHUBED-
CaJIbHBIX muarHoctnieckux KputepueB CITKS mpuBoawT K ero Turep- WiIv TUITOMUArHOCTUKe. JIMarHoCTUIecKuii mpo-
1IecC y A€ BOUEK-TIOIPOCTKOB TPeOyeT 0C000i1 OCTOPOXKHOCTH U IMHAMMWUYECKOTO IMOAX0Aa. SHAUMMBIMU TUATHOCTUYECKUMU
KPUTEPUSIMU SIBJISIIOTCSI CTOMKWE HAapYIIEHUS] MEHCTPYaJIbHOTO LIMKJIA B COYETAHUU C KIMHUIECKUMU U JJAOOpaTOPHBIMU
npusHakamu runepanaporedun. Jleuenue CITKS y neBoueK-noapocTKOB TOKHO ObITh KOMITJIEKCHBIM Y BKJIIOYATh MOJIM -
ukanuio odpasza XK1U3HU, MEAUKAMEHTO3HbIC U IIPU HEOOXOAUMOCTH aJIbTepHATUBHbIC MOAXOAbI. Mcnonb3oBaHe KOMOM-
HUPOBAHHBIX OPAJIbHBIX KOHTPAlLIENTUBOB, METMOPMUHA U AHTUAHIPOTEHHbBIX MPENapaToB MPOBOAUTCS C YYETOM UHAUBU-
IyaJIbHBIX 0COOEHHOCTE OOJIBHBIX U TIOJ CTPOTUM KOHTpPOJIEM Oe301acHOCTH. BaskHoe 3HaueHe MMEIoT 00pa30oBaTe/IbHbIe
U TICUXO3MOIIMOHAJIbHBIE TIPOTPaMMBbI, HalpaBJIeHHbIe Ha MOBLIIIEHNE MPUBEPXKEHHOCTH JIEYEHWIO U CHUXKEHNE HeTaTuB-
HOTO BJIMSTHUSI 3a00JIeBaHUST Ha KauecTBO XXu3HU. CBoeBpeMeHHOe BhisiBiieHNUe U JieueHre CITKS y monpocTkoB urpaet 3Ha-
YHMYIO POJIb B TIPO(MIIAKTUKE CEPbE3HBIX PEITPOMTYKTUBHBIX U METAOOJMICCKUX OCTOXKHEHUI B ITOCTIEIYIONICH KU3HU, YTO
JIeJIaeT CO3JaHue ONTUMAaIbHBIX ITOAXOA0B K paHHel auarHoctuke U tepanuu CITKS nepBoouyepeaHoii 1 BaXKHOM 3a1aueii.
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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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BBenenne

CUHIPOM MOJUKUCTO3HBIX STmdHUKOB (CITKS) saBmsi-
€TCSI OMHUM M3 PACTIPOCTPAHEHHBIX SHAOKPUHHBIX Hapy-
LIEHUN PENpOAYKTUBHOM CHCTeMbI y neBouek. OcolOyro
aKTyaJIbHOCTB 3Ta (hopMa TaTOJIOTUN MIPUOOPETAET Y IO -
pocTKoB, Korna kauHunyeckue npospieHus:t CITKS 3aua-
CTYI0O MAaCKMPYIOTCS TT01, (PM3MOIOTHIECKIE OCOOCHHOCTHI
nmybepTaTHOro Iepuoaa, YTO 3aTPYIHSIET CBOEBPEMEH-
Hylo muarHoctuky [1-—3]. Pacmpoctpanénnocts CITKA
cpeau JeBOYEK-IOAPOCTKOB BapbUMpyeT B 3aBUCHUMOCTHU
OT UCITOJIb3YEMBIX TMarHOCTUIECKUX KPUTEPUEB U PETMOHA
MPOXWBAHUS, YTO OTIPEeIsieT 3HAUUMOCTh YHUDUKAIIN
MOJIXOIOB K AuarHocTuke [4, 5]. OTCyTcTBHE YHUBEpPCAIb-
Hbix kputepue CITKS y moapocTKoB HEpeaKo MPUBOAUT
K TUIIep- WU TMITOAMArHOCTUKE JaHHOTo CMHIpoMa [6].
HecBoeBpeMeHHasT IMArHOCTHKA TaKKe MOXET IIPUBO-
IUTh K IMTPOTPECCUPOBAHUIO HAPYILIEHUIT MEHCTPYaIbHOTO
IUKJIa, METa0OIMICCKIUM OCIOXHEHUSIM U (HOPMHPOBaA-
HUIO OecIIonus B peNpoayKTUBHOM Bo3pacTte [7]. B cBsi3u
C 3TUM ITIOMCK OINTHUMAIbHBIX MOIXOA0B K paHHEH auar-
Hoctuke U 3ddexktuHoit Tepanuu CIIKSA y moapoctkoB
SIBJISIETCS TIPMOPUTETHLIM HaIlpaBlIeHUEM MeauaTpuu [8].

ITaTorenes

CoBpeMeHHbIe npeactaBiaeHuss o naroreHese CITKA
y I€BOYEK-TIOIPOCTKOB (hOPMUPOBATIUCH HA MPOTSKEHUN
MOCTETHUX AECITWIETUN W CEeTOMHS pacCMaTpUBAIOTCS
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B paMKaxX MHOTro(akTOPHOTO CUCTEMHOIO pacCTPONCTBa,
BKJTIOUAIOIIETO HEHPO3IHIOKPUHHBIC, METaOOINIECKIe
U BocrnaaurteabHbie peakiuu [9—11]. OcobeHHOCTU My-
OepTaTHOTO TMeproAa CO3AAl0T YHUKATIbHbBIC YCIOBUS IS
MIPOSIBICHUS TTaToreHeTndecknx MexannimoB CITKS, mo-
CKOJIbKY HOpMaJIbHble (DM3MOJIOTMYECKUE MPOIIECChl MOo-
JIOBOTO CO3PEBAHUS HEPEIKO MACKUPYIOT U TOTEHLIUPY-
10T KJTIOUEBbIC 3BeHbsI (POPMUPOBAHUS TUTICPAHAPOTCHUH
U 1UCchYHKIMU OBapUalbHO-TUIIOTaIaMO-TUnodu3apHOi
ocu [12, 13].

Benymiee 3nauenue B maroreHese CIIKS 3anumaror
HapylleHUus HEHPOIHIOKPUHHOW PETyJIsIIuU, CBSI3aHHbIC
C TIOBHITIICHUEM YaCTOTHI M aMITIUTYIBI TeHepAITY UMITYITh-
COB TOHAIOTPOINMH-PUJIN3UHT-TOPMOHA, YTO TPUBOIUT
K AucOalaHCy CeKpely TOHAIOTPOIIMHOB U MOBBIIEHUIO
COOTHOIICHUS JTIOTCHMHU3NPYIOIIETO U (DOJUTMKYIOCTAMY-
JIUPYIOUIETO TOPMOHOB. OTOT MPOLECC COMPOBOXKIAETCS
YCUJICHUEM CTEPOUIOTeHe3a TeKa-KJIEeTOK U pa3BUTUEM TH-
repaHapoTeHHOro coctossHus [14, 15]. JlomoaTHUTENbHYIO
pOJIb UTPaeT MOBBIIIEHHAs! YYBCTBUTEIbHOCTb SSMYHUKOB
K JIIOTEMHU3UPYIOLIEMY TOPMOHY M JIOKaJbHbIE Tapak-
PUHHBIE CUTHAJIBI, MPEHSTCTBYIOIIME HOPMAJIbHOM arpe-
3UM MaJbIX aHTPaJIbHbIX (DOJIUKYJIOB M TMOAIEPKUBAIO-
1I1e XapaKTepHbIN yabTpa3BykoBoit deHotun CITKA [16].
Ha srom ¢oHe rpaHuiibl MeXIy HOPMOH W TaToJoTUEl
Yy MOJAPOCTKOB OCOOEHHO Pa3MbIThI, TOCKOJbKY MyOepTaT-
Hasl TIepecTpoiika pacTylIero OpraHu3Ma COpOBOXIAETCS
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KOJICOAHMSIMU TOPMOHAJIBHBIX ITapaMeTPOB U HECTaOWIIb-
HOCTBIO MEHCTpyajbHOTO ukKia [17].

OCHOBHBIM MCTOYHUKOM TMIIEPAaHAPOTEHUU Yy IEBO-
YeK-TIOMPOCTKOB 4Yallle BCEro SIBISIOTCS SIMYHUKHU, TIe
OTMEYaeTCsT TOBBIIICHHAs! aKTUBHOCTb (DepMEHTOB CTe-
pouioreHes3a, OJHAKO y YaCTU OOJTbHBIX 3HAUMMBII BKJIAL
BHOCHUT HaJIOYEYHUKOBAs MPOAYKIIMS aHIPOTEHOB, UTO
TpedyeT nadbopatopHoit nuddepeHmanuu [18]. KinuHu-
yeckasg MaHUbecTalus TUIIepaHIpOTeHNN (aKHe, TUPCY-
TH3M, cebopest) BO MHOTOM TiepeceKaeTcs ¢ (hu3noiornye-
CKUMH OCOOEHHOCTSIMU MTOIPOCTKOBOTO BO3PACTa, OHAKO
MIPU UX TIEPCUCTUPOBAHUM B COUYETAHUY C OJIUTO- WJIU aMe-
Hopeeil BepossTHOCTH hopmupoBanust CITKS 3HaunTe h-
Ho Bo3pacTaer [19, 20].

KiroueBbiM matoreHetuyeckum 3eHoM CITKS siBisi-
€TCS MHCYJIUHOPE3UCTEHTHOCTh, KOTOpasi, YCWIMBAsI CTe-
pPOMIOTEHEe3 M CHIDKAsl CUHTE3 TJI00YIMHA, CBSI3BIBAIOIIIC-
TO TIOJIOBBIE CTEPOMJIBI, CIIOCOOCTBYET YBEIUYEHUIO KOH-
LIEHTPAlUM CBOOOMHOIO TECTOCTEPOHA U MOMAEPXKUBAET
runepaHaporeHHoe cocrosHue [20, 21]. ¥ mogpocTkoB
BBIPAXKEHHOCTb MHCYJIMHOPE3NCTEHTHOCTU YCYTYOJISICTCS
U30BITOYHOUM MAacCOl Tena, HU3KOU (hU3UYecKOW aKTUB-
HOCTBIO M aJIMMEHTapHbIMU (hakTOpamMu, 4YTo (hopMuUpyeT
HeOIaronpusITHBIA MeTtadoandeckuii oH [22—24]. B3a-
AMOIEUCTBUE TUIICPUHCYIUHEMUN W TUMEPAHAPOTCHUHN
CO3/1aET MOPOYHBIN KpyT, MpU KOTOpoM oba (pakTopa B3a-
VMHO YCUJIMBAIOT MAaTOJIOTMYECKUE U3MEHEHUsI B SUYHU -
Kax, Hapyllasl OBYJISILIMIO W TIPEISITCTBYSI HOPMaJbHOMY
TeueHU1o poymnKyaoreHesa [25—27].

CylliecTBeHHOE 3HaUeHNE UMEET XPOHUIECKOe CyOKITU-
HMYECKOe BOCIaJeHHe M AucOajaHC aIuIOKMHOB, KOTO-
pble uepe3 BAMSHUE Ha WHCYJIMHOBBIC CUTHAJIbHBIE ITyTH
U CTepoMmoreHe3 (OPMUPYIOT MOITOJHUTEIBHOE I1aToTe-
HeThyeckoe 3BeHO [28, 29]. BocmanuTenbHble MEAUATOPHI
M OKCUJIATUBHBIM CTpECC HapyIIaloT KayecTBO OOLIMTOB
U CITOCOOCTBYIOT Pa3BUTHIO OBYJISITOPHOM AUC(YHKIIMHU, YTO
0COOCHHO KPUTUYIHO B IIEPUOJ CTAHOBJICHUSI PEITPOIYKTUB-
Hoii cuctemsl [30, 31]. Ha aTom (hoHEe 3HAUUMOCTb HEMe-
JIMKAMEHTO3HBIX CTpaTervil, HAIPaBJCHHBIX Ha CHIDKEHUE
BOCITIaJICHYsI, BO3pacTaeT B paMKax IMaTOreHeTU4YecKu 000-
CHOBAHHOTO ITOAX0/1a K JIEUEHUIO TTOApOCTKOB [28, 32, 33].

Mopdonoruueckue nzmeHeHus suaHukoB rpu CITKA
BKJIIOYAIOT YBEJIMYEHUE YUCIIa MaJIbIX aHTPaIbHBIX (oJi-
JIUKYJIOB, YTOJIIEHWE CTPOMBI U TIOBBILICHUE CTEPOU-
MOTeHHOM aKTUBHOCTU. OIHAKO Yy IeBOYEK-IIOAPOCTKOB
5TH TIPU3HAKU CJICAYeT MHTEPIPETUPOBATh C OCTOPOKHO-
CTBIO, T. K. CXOIHbIE XapaKTePUCTUKN MOTYT BCTPEUAThCSI
U Y 300POBBIX JEBOUEK B MyOEPTATHBIA MEepUOA. DTO Je-
JJaeéT HEBO3MOXHBIM HCIIOJB30BaHUE YIBTPAa3BYKOBOM
KapTUHBI B KaYeCTBE €IMHCTBEHHOTO KPUTEPUST THATHO-
CTUKU U TpeOyeT COMOCTABJICHUS C KIMHUYECKUMU U OUO-
XuMudyeckuMu naHHbiMU [34, 35]. He MeHee BaxKHBIM
aCIeKTOM SIBJISIETCSl TEHEeTHYecKas IIpeapaciioNoKeH-
HOCTb, TIPOSIBJISTIONIASICSI B BUIIE TTOJIMTEHHOTO HACIENO-
BaHUSI U BO3MOXHBIX 3MUTCHETUYECKUX MOAUDUKAIINIA,
WHAYLUUPYEMBIX (akTopaMu BHelHel cpenbl [36—38].
VY mompocTKOB Takasl ySI3BUMOCTh IIPOSIBIIsIETCST Ha (po-
He HEHMPOSHIOKPUHHON IUIACTUYHOCTH, YTO OOBSICHSET
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KIMHIYeCcKylo HeomHopomHocTh CITKS B 3Toit BO3pacT-
Hoii rpynne [39]. JlonoJHUTeIbHOE BIUSHUE OKa3bIBaIOT
daxTopbl 00pa3a XXMU3HU, BKII0Yas U30BITOYHOE MUTAHUE,
TUTIOAWHAMUIO Y HAPYIIICHUS CHA, YCUIUBAIOIEC MHCYIIH -
HOPE3UCTEHTHOCTh U BOCIAIMTENbHBIN (poH [32, 40, 41].
WNmMeHHo moaToMy paHHsIsT MoaudUKalis odpasa XU3HU
paccMaTpuBaeTCs Kak KITI0UeBOI 3JIeMEeHT MPOohUIaKTUKI
u Tepanuu [42, 43]. Ocobylo 3HAUMMOCTb Y MOAPOCTKOB
MMEET TaK Ha3bIBacMoe ITyOepTaTHOE MePEKPBITHE, KOTIa
(usmonornyecke n3MeHeHMsI, BKITIOYasi BpeMEHHBIC Ha-
pYILIEHUsS MEHCTPYaJbHOIO LIMKJa W TUIEepaHAPOreHHbIE
MIPOSIBJICHMUSI, 3aTPYIHSIOT pa3rpaHIYeHIE HOPMBI 1 TTaTO-
soruu [44]. Kputnueckoe 3HauYeHHUE UMEET IJUTETbHOCTh
U couyeTaHUEe TMPU3HAKOB: YCTOMYMBBIE MEHCTpYaJlbHbIE
HapyIIeHNSI B KOMIUIEKCE ¢ KIMHUKO-OMOXUMUICCKIMU
MPOSIBICHUSIMA TUTICPAHIPOTEHUM YW METabOIMYECKUMU
CIBUTAMM CYIIECTBEHHO YBEJIMUYMBAIOT BEPOSITHOCTDH M-
arno3a CITK/I [45]. B 3T0i1 cBsI31 MeXKIyHapOIHBIE PEKO-
MEHAAUU TOMAYEPKUBAIOT HEOOXOOAUMOCTh OCTOPOXKHO-
CTH, YTOOBI M30€XaTh KaK TUIIep-, TaK U TUTIOAUATHOCTH -
KU CUHIPOMA B IOBEHWJIbHOM TTonysisiiuu |6, 46].

HecMoTpsi Ha 3HauyuTebHBIN Mporpecc B U3yYEHUU
daxropoB nmaroreHe3a CITK, MHOTrMEe BOIIpOCHl OCTalOTCS
HepelEHHBIMU. B rocieiHmne roibl akTUBHO 00CYy>K/1aeTCst
HUCTOJIb30BaHNE UCKYCCTBEHHOrO MHTEJJIEKTa U METOIOB
MAIIMHHOTO OOYYeHUS IS WHTETrpalliy KIMHUYECKUX,
JTabOPaTOPHBIX U BU3YaTU3AIIMOHHBIX JAHHBIX Y JIeBOYEK-
MoJIpoCTKOB [47, 48].

JImarHocTHka

Huarnoctuka CITKS y neBoueK-1oapoCTKOB SIBJISIETCS
CJIIOXKHOW 3amadyeil COBpEMEHHOU SHIOKPMHHOM TMHEKO-
Jloruu. DTo 00yCa0BAEHO (DU3UOJOTrMYECKOM criendUKoi
myOepTaTHOTO Meproaa, B KOTOPOM MHOTHE IMPU3HAKU, Xa-
pakrepHbIe 1151 CITKS, MOTYT BCTpedaThCs M Y 3MOPOBBIX
nmeByiiek. K HUM OTHOCATCS HeperyJIsipHble MEHCTPYallb-
HbI€ IIUKJIBI B TIEPBbIE TOABI MOC]IE MEHApXe, TPaH3UTOP-
Hasl TUIIepaHAPOTCHUS, HAIMIKe aKHEe M ce00pen, a TaKKe
MMOJIMKKMCTO3HAsT MOP(OJIOTHsI STMIHUKOB MPU YIbTPa3By-
KOBOM ucciienoBanuu [44, 48]. [ToaToMy MCITOJIb30BaHUE
IUATHOCTMYECKNX KPUTEPHUEB, pa3padOTaHHBIX IS B3pPO-
CJIbIX XEHIIWH, B IOBEHWJIbHON MOMYJSIIMU COMPSIKEHO
C PUCKOM TUIEPIMATrHOCTUKY 1 HEOIIPaBIAHHOIO Ha3Ha-
yeHust Tepanuu [46]. 3HauumbiMu nipusHakamu CITKS
y I€BOYEK-IOJPOCTKOB CUMTAIOTCSI IIEPCUCTUPYIOIIME Ha-
PYIIEHUS MEHCTPYaJTbHOTO IIUKJIA, COXpaHSIIoIIecs 0ojiee
2 JIeT mocjie MeHapXxe, U KITMHUKO-O0MOXMMUIEeCKHE TIPOSTB-
JIeHus ruriepa”aporeHuu [32, 34, 39]. CucremaTuyeckui
ananu3, npoBeaéHHBIN A.C. Neven 1 coaBT., ToKa3aJ, 4TO
pacrnipoctpaHéHHocTh CITKSA y neBouyek-noapocTKoB Cy-
IIECTBEHHO BapbUpPYeT B 3aBUCUMOCTU OT MPUMEHSIEMBbIX
KPUTEPHEB, a UX TOYHOCTH IIPSIMO CBSI3aHA C IIPOIOJIKH-
TeJIbHOCTbIO HAOMIOAEHUSI 32 OOJbHBIMU [4]. DTO TOAUED-
KHMBaeT HEOOXOAMMOCTbh AMHAMMYECKOIO IOAXoda, IpHu
KOTOPOM IWAarHo3 He CTAaBUTCSI OMHOMOMEHTHO, a ¢op-
MUpPYETCSI B Tpoliecce KIMHUYECKOTO M J1abopaTOpPHOro
MOHUTOpHUHTA. [[OpMOHAIbHBIC M OMOXUMHMYECKUE MapKe-
PHI 3aHUMAIOT LIEHTpallbHOEe MecTO B mruarHoctrke CITKS
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HAYYHbI OB30P

y MOAPOCTKOB [25, 26, 45]. MHdOPMATUBHBIM CYNTAETCS
KOJIMYECTBEHHBI aHan3 COAepXKaHUs B KPOBU OOIIETO
1 CBOOOIHOTO TECTOCTEPOHA, aHAPOCTEHINOHA, aHIPOTe-
Ha — JCTUIPOINNAHAPOCTePOH-CYIb(aTa, a TakXKe TIT00y-
JIMHA, CBSI3bIBAIOIIETO MoJIoBbIe cTepounsl [49, 50]. OnHa-
KO Yy MOIPOCTKOB MOKAa3aTeJIM aHIPOTECHOB ITOIBEPKEHBI
3HAYUTEJIbHBIM KOJIEOAaHUSIM, UYTO TPeOyeT MHOTOKPATHOTO
MOATBEPXKICHUS pe3yabTaToB [51].

IlepcrieKTUBHBIM HaIpaBJICHUEM CUMTACTCSI BHEIpe-
HUe WHHOBAIIMOHHBIX TEXHOJIOTHMI, BKITIOYAs MCIIOJIB30-
BaHMe OMOCEHCOPOB U MaHeseil 0MoMapKepoB, MO3BOJISTIO-
IIUX TTOBBICUTHh TOYHOCTH M BOCIIPOM3BOAMMOCTD paHHEH
nuarHoctuku [19]. BusyanuzauuroHHbIE METOIbI TakXKe
WUTpaloT BaXXHYIO POJib, OJHAKO MX MHTEpIpeTalus y Je-
BOUYEK-TIOMPOCTKOB OCTAETCS CIOXHOM. YIIbTpa3ByKOBas
KapTUHa SIMYHUKOB Yy JIE€BOYEK-ITOAPOCTKOB B ITyOepTaT-
HOM BO3pacTe HepeaKO AEMOHCTPUPYET MOJUKHUCTO30IO0-
MOOHBIC M3MEHEHUsI, KOTOpPhIe HE BCeTma KOPPEIUpPYIOT
C KJIMHUYECKUMU MposiBAeHUIMU 3aboeBaHus [48]. bo-
Jiee Toro, Mopdojorniyeckue Mpu3HaKu, TaKue Kak yBe-
JIMIEHHOE KOJIMYECTBO aHTPAIbHBIX (DOJUIMKYJIOB U YTOJI-
LIEHWE CTPOMBI, MOTYT OTpaXkaTh HOPMaJIbHbIE TTPOLIECCHI
co3peBaHMsT (POJTMKYJISIPHOTO ariapara B IEepBbIE TOIBI
TmocJie MeHapxe. B aToli cBSI3M peKoOMeHIyeTs M30eTaTh MC-
MOJIb30BaHUsI MOPDOJOrMYEeCKUX KPUTEPUEB MPpU MOCTa-
HoBKe guarHo3a CITKS y neBouek-1moapocTkos [4].

Metoasl BuU3yaIu3alUu TPOJOJKAIOT COBEPILECH-
CTBOBAThCsl: MpuUMeHeHue TpeéxmepHoro Y3U u MPT
B MCCJICIOBATEIbCKMUX ITPOTOKOJIAX PacCMaTPUBACTCSI KaK
MEepCHeKTUBHOE HaMpaBJeHUE, TMO3BOJSIONIEE YTOUHSIThH
CTPYKTYPY SIMYHUKOB U OLIEHMBaTh UX (DyHKLIMOHATbHOE
coctogHue [52]. CoBpeMeHHBIE TTOAXOABI K TUAarHOCTUKE
CIIKA y neBouyeK-noapoCcTKOB aKTMBHO BKJIIOUYAIOT LU~
pOBBIE TeXHOJIOTMHU. B mocnemHue rombl MPUMEHSIOTCS
METOIBI MCKYCCTBEHHOTO MHTEJIICKTa M MAIIIMHHOTO 00Y-
YeHUsI, TO3BOJISIONINEe MHTETPUPOBATh KIIMHWYECKHUE, Ja-
OopaTopHbIe M BU3yaau3allMOHHBIC TaHHbBIC I TOYHOM
JUATHOCTUKU M cTpaTudukanum pucka [53, 54]. Takue
CHCTEMBI 00JIaIaloT 3HAYMMBIM TTOTCHIIMAIOM JJISI TIOBBI-
LICHUSI AUAaTHOCTUICCKOI TOYHOCTH, COKPAIIICHUSI CPOKOB
IMOCTAHOBKU MWATHO3a W YMEHBIICHUS BIUSHUS CyOBEK-
TUBHOTO (hakTopa [55]. OueBUIHO, UTO KIIOUEBBIMU BbI30-
Bamu B quarHocTuke CITKS y neBouek-1moapocTKOB SIBJIs-
FOTCS pa3rpaHNYeHEe HOPMEBI M TTATOJIOTUM B ITyOepTaTHOM
nepuoie, OTCYTCTBME YHUBEPCATbHBIX BO3PACTHBIX KPUTE-
pueB, orpaHMYcHHAsT TH(GOPMATUBHOCTD YIBTPa3BYKOBOI
KapTUHBI M BBICOKasT BapUaOEIbHOCTh OMOXMMNYECKUX
nokasateseil. PelieHue 3Tux 3agay CBSI3aHO ¢ BHEIPEHM-
eM IMHAMUYECKOTO HaOJOMeHNS, pa3BUTHEM MHHOBALIM -
OHHBIX TEXHOJIOTUII M WCIOJIb30BAHWEM KOMIUIEKCHOTO
MYJBTUIUCIUIUIMHAPHOTO TOIXOAa, YTO COOTBETCTBYET
COBpPEMEHHBIM MEXIYHAPOIHBIM PEKOMEHIALINSIM [56].

Kiuauveckas kapTuna

Kimmnanueckne nposeienus CITKS y nmeBodek-mon-
POCTKOB OTJIMYAIOTCS 3HAUYUTENbHOU BapuaOEIbHOCTBIO
M 3aBUCAIT KaK OT OCOOEHHOCTEe! MmydepTaTHOrO repuoja,
TaK 1 OT CTeIICH! BHIPAXXKEHHOCTHU ITaTOJIOTUH. XapaKTep-

HBIMU TIpU3HAKAMU SIBJISTFOTCSI HapYIIEeHUST MEHCTPYaslb-
HOTO LIMKJIa, TUTIEpaHAPOTeHHBIE MPOSBICHNUS U MeTa0b0-
JINYEeCKKME U3MEHEHMsI, KOTOPbIE B COBOKYITHOCTH (DOPMU-
pytoT TunmmuHblii perorun CITKS [41]. MeHcTpyalbHbBIE
HapylIeHUsT 3aHUMAIOT LIEHTPaJTbHOE MECTO B KIIMHHUYE-
cKoil MaHudecTauy 3aboieBaHusI. Y I€BOYEK-TIOIPOCT-
KOB B IIEPBbIE TO/IbI MTOCIE MEHAPXE HEPETYISIPHbIC LIMKJIbI
MOTYT pacCMaTpUBAThCS KaK BapHMaHT HOPMBI, OMHAKO MX
MIepCUCTEHIINS Oojice 2 JIeT SBISIETCS BaKHBIM IHATHO-
ctuyeckum Kpurepuem CITKA [39]. Yame Bcero ormeua-
€TCs OJIUTOMEHOpesi, XapaKTepu3ylollasics YIJIMHEHUEM
MEHCTpPYyalIbHBIX LIMKJIOB OoJiee 45 nHeil, pexxe HabJoma-
eTca ameHopest. [1omoOHBIe HAapyIIEeHUS OTPaxKalT Xpo-
HUYECKYI0 aHOBYJISILIMIO, KOTOpasi ¢opMupyeTcsl Ha (hoHe
TUCPETYISILIMYA  TUIOTaIaMO-TUITo(GU3apHO-IMYHUKOBOM
CHCTEMBI U COIPOBOXAACTCS MOP(OTOTUISCKUMU U3ME-
HEHUSIMU B (OJUTUKYISIpHOM ammapare [43]. 'mmepaH-
JIPOTEHHEIC TPOSBICHUS Y TTOAPOCTKOB BKITIOUAIOT aKHE,
cebopero, TMPCYTU3M U aJIONENI0, KOTOPbIE HEPEIKO CITy-
KaT MepBO MPUUMHOM oOpaleHus K Bpauy [44]. CnenyeT
YUIUTBIBATh, YTO aKHE U XXUPHOCTH KOKU PACIIPOCTPAaHECHBI
Cpeny 3M0POBBIX JIEBYIIIEK B ITyOEPTaTHOM TIEPUOIE, OTHA-
KO MX BbIPAXXEHHOCTb U CTOMKOCTb BO BPEMEHU MO3BOJISI-
T nuddepeHIIpoBaTh (HU3NOJIOTMYECKUE MPOSBICHMS
oT maTtojiormuyecknxX. OOBEKTUBHBIM IIPU3HAKOM CUMTa-
eTCSI TUPCYTU3M, OIICHKA KOTOPOTO IMPOBOIUTCS IO MOIH-
dunmposannoi mkaine Meppumana—IomnBes ¢ yuyeéTom
pacoBoii mpuHamiexHocTu [44]. buoxumumyeckas runep-
AHIPOTCHUs, IIOATBEpXKIaeMasl TOBBIIIICHHBIMUA YPOB-
HSIMHM TECTOCTepOHA, AHIPOCTECHAMOHA M JIETUIPOSITH-
aHIPOCTEPOH-CyJibhaTa B KPOBU, HEPEAKO KOPPEIUpYyeT
C KJIMHUYECKUMU TIpU3HAKaMU, OMHAKO Y YaCTU TallMeH-
TOK BBISIBIISIIOTCS] TUCCOIIMAIIMA MEXIY JIabOpaTOPHBIMU
U BHEUIHUMU TposiBieHusiMU [32]. MeTtaboanueckue Ha-
PYILIEHUS SBJISTIOTCS HEOTHEMJIEMOI YaCThIO KIIMHUYECKOM
kaptuHbl CITKS y 3HauMTenbHO 4YacTU TOAPOCTKOB.
K HUM oTHOCATCS M30BITOYHAS Macca Tejla, OXHpPEeHUeE,
WHCYJIMHOPE3UCTCHTHOCTh W TUCIUITAICMUSI, KOTOPHBIC
(GOpMUPYIOT IOMOJHUTEIBHBIA PUCK Pa3BUTHUSI METa0bO-
JIMYECKOTO CUMHIPOMA U CePAeYHO-COCYIMCTHIX 3a00/eBa-
uuii [27]. Oxupenue BoisiBisiercs y 40—60% mammeHToK
¢ CIIKA, npuyéM MMEeHHO B 10BEHUJIbHOM BO3pacTe (op-
MUPYETCSI YCTOMUYMBAsT CBSI3b MEXKIY TUIICpaHIPOTCHUEH,
WHCYJIMHOPE3UCTEHTHOCTBIO U HapyIICHHEM PEIpoayK-
tuBHOM yHKumM [30]. [TonpocTku ¢ M3OBLITOUHOI MacCoii
TeJIa Jalle IeMOHCTPUPYIOT OoJiee BIpaKeHHBIC HapyIIle-
HUS MEHCTPYaJIbBHOTO LMKJIA W TSKEIbIe KIMHWYIECKIE
MpOosIBACHUS TUunepanaporeHuu [22]. Hapsiny ¢ comatuye-
CKHUMU TIPOSIBIICHUSIMU BCE OOJIbIIIee BHUMAHUE YICISICTCS
ncuxosMouroHabHbBIM acnektam CITKA y moapocTkos.
JleBOYKM ¢ HaHHBIM CHUHIPOMOM dYallle CTpagaloT CHU-
JKeHUEM CaMOOLICHKU, TPEBOXHBIMU M NETPECCUBHBIMU
paccTpoiiCTBaMM, UTO CBSI3aHO KaK C BHEITHUMM TIPOSIBIIC-
HUSMU 3a00JieBaHUS (TUPCYTU3M, aKHE, OXUPEHME), TaK
1 SHIOKPUHHBIMU (DaKTOPaMHM, B TOM YHCJIe THIIEPAHIPO-
TeHMel M MHCYJIMHOPE3UCTEHTHOCThIO [29]. DTU mcuxo-
COLIMaTbHBIE TIPOOJIEMBI OKa3bIBAIOT HETaTUBHOE BIMSTHUC
Ha Ka4eCTBO XM3HU M TPEOYIOT 00s3aTeIbHOTO YIETa IIpHU
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(bopMrpoBaHNN UHANBUIYATBHOI CTpAaTeruy BEACHUS Ta-
KUX OOJIbHBIX.

Jleuenne

CospemeHHas TakTuka JeyeHust CITKA y neBouex-moa-
POCTKOB CTPOMTCS Ha TIPUHIIUIIAX STAITHOCTU, MYJIbTUIMC-
OUTTAHAPHOCTY 1 BO3PACTHOM agaliTallii BMEIIATEIbCTB
C YYETOM KJIIMHUKO-MeTab0IM4YecKoro cheHoTrmna O0JbHbIX.
Ilenmn nedeHUs BKITIOYAIOT HOPMAIM3ALMIO MEHCTPYallb-
HOTO IIMKJIa, KOHTPOJIb TUIIEPAHIPOTEHHBIX MTPOSIBJICHMUIA,
KOPPEKILUIO MHCYIMHOPE3UCTEHTHOCTU U MPOGUIAKTUKY
OTHAJIEHHBIX PEIPOAYKTUBHBIX M KapAUOMETA0OINICCKIX
OCJIOXKHEHU; TIpU 3TOM 0C000e 3HAUeHUEe MUMEET MUHU-
MU3alysl STPOreHHbIX PUCKOB U (hOpMUPOBAHUE KOMILIA-
eHca yepe3 00pa3oBaTeIbHbIC U IOBEACHYCCKIE CTPATCTH
[57, 58]. ba3oBoii OoTIpaBHOI TOUKOW SIBISIETCSI HEMEIU-
KaMEHTO3Hasl KOppeKIvs odpa3a >XMU3HU: pallMOHaJbHOE
MUTaHWE C OTPaHWYECHHEM M30BITOUHOM KaJOpHUITHOCTH,
CTPYKTYpHUpOBaHHas (hU3MdYecKasi aKTUBHOCTh U TUTHEHA
CHa CIIOCOOHBI CHUKAThb BBIPAXKEHHOCTb MHCYJIMHOPE3U-
CTEHTHOCTA M TeM CaMBIM OKa3bIBaTh OIIOCPEIOBAHHOE
BIMSIHUE Ha TUIepaHApPOreHHOE COCTOSTHUE U HapylleHue
OBYJISILIMY; TaHHBIE ITOIXOIbI pacCCMaTPUBAIOTC KaK (hyH-
JTaMEHTAaJIbHBIE, B TOM YHCJIE B COCTaBe KOMOMHUPOBAHHBIX
nporpaMm BeaeHus [57]. C y4éToM BBICOKOI MCUXOIMO-
LIAOHAJIbHON HArpy3Ku, XapakKTepHOM ISl MOAPOCTKOBOIO
BO3pacTa, PEKOMCHOYCTCS BKIIIOUCHUE IICUX000pa3oBa-
TEJbHBIX KOMIIOHEHTOB U TIPU HEOOXOAUMOCTH TCUXOJIO-
TUYECKOM TOMIEPXKKM, YTO ITOJOXUTEIbHO CKa3bIBaeTCS
Ha MPUBEPKEHHOCTU T€paNUU U KauecTBe Ku3HuU [S8].

MenukamMeHTO3Hasl Tepanusi Moa0MpaeTcss UHAUBUIY-
aJTbHO Ha OCHOBAHUHU BEAYIINX KIMHUKO-OMOXUMUUYECKIX
nposienenuit CITKSA. KoMOuHUpOBaHHBIE 3CTPOTEH-Te-
CTareHHbIe TMperapaTbl MPUMEHSIOTCS IS PEeTyIsLuu
MEHCTPYaJIbHOTO ILIMKJIA W YMEHBIICHMWS KIMHWUYECKUX
MIPU3HAKOB TUTIEPAHIPOTeHNH; X 3(POEKTUBHOCTh B OT-
HOIIIEHUU aKHe U cedopeu, a TakKe CTaOUIM3aly MK
TOATBEP:KICHA Y TTOIPOCTKOB TP YCIIOBUU CTPOTOTO COO0-
JIIOIEHYSI BO3PACTHBIX OrpaHWYEHUIi, OLEHKU (PaKTOpOB
pYICKa U MHAMBUIYaIU3allu1 BbIOOPA FeCTareHHOIO KOMIIO-
HeHTa [59]. Bei0op 1 IMTeIbHOCTh Ha3HAYCHUS OTIPEACIIsI-
JOTCSI IMHAMUKOM KJIIMHUYECKUX TTPOSIBJICHUI U TIEPEHOCH -
MOCTBIO; HEOOXOAMMBI MOHUTOPUHT TTOOOYHBIX 3P (PEKTOB
¥ TIpo(pMIIAKTHKA TPOMOOTHUECKUX PHCKOB COTNIACHO 00-
IIETPUHATBIM MIPUHLIMIIAM MOAPOCTKOBONM KOHTpaLEIIMKU
U SHIOKPUHHOM ruHekojoruu [60]. MerdopmuH 3aHUMAa-
€T Ba’)kHOE€ MECTO B CTpaTeruy BeleHHUsI OOJbHBIX J€BOYEK
C MpU3HAaKaMU MHCYJIMHOPE3UCTEHTHOCTU 1 HApYILLICHUSIMU
VIJIEBOIHOTO OOMEHa, OCOOCHHO TIPW M30BITOYHOM Macce
Teja; OTMEYAETCsl ero MoTeHLMaa B YJAydllleHMU MeTabo-
JIMYECKUX TTapaMeTPOB 1 HOPMaIU3allMi MEHCTPYaJIbHOTO
[UKJIA, 9TO AeJacT 11eJecOo00pa3HbIM pacCMOTPEHHUE TaH-
HOro mpernapaTta B COCTaBe KOMOMHUPOBAHHON Tepanuu
y COOTBETCTBYIOIIMX (DeHoTnmnoB [61]. Beibop mosmposa-
HUST MeTOopMHMHA M OLeHKAa 3(h(GEeKTUBHOCTU TPEOYIOT
MOCJIeNOBaTEIbHOTO HAOMIOAEHUSI U KOHTPOJISI TIEPEHOCH -
MOCTM C aKIIEHTOM Ha racTpPOMHTECTUHaIbHbIE 3(D(PEKTHI,
XapakTepHble /IS HadajbHbIX 3TAroB Teparnuu [60, 61].

REVIEW

AHTHAaHIPOTEHHBIC CPEICTBA MOTYT OBITh TOJIC3HBI TIPH
MEePCUCTUPYIOIIEM TUPCYTH3ME M BBIPAXKEHHBIX KOXKHBIX
MPOSIBIICHUSIX, OMHAKO MX IIPUMEHEHUE Y TIOAPOCTKOB Clie-
IIyeT pacCMaTpUBaTh KaK IOIOJIHEHUE K 0a30BOI TepaIrimn
¢ 00s13aTeJIbHBIM 0OecTeyeHUeM HalEKHOM KOHTpaleLuu
BO M30eKaHNe TePaTOIeHHBIX PUCKOB; PEIIEHUE O Ha3Have-
HUU MPUHUMAETCS ITOC/Ie OLIEHKW COOTHOIIECHUS T0Jb3a/
PYCK ¥ C YYETOM JUTUTEILHOCTH Teparuu [62]. Y 3HaunMo
IO IIEBOYEK-TIONPOCTKOB BBISIBIISIIOTCS  KOMOPOMITHBIC
SHIOKPUHHBIC M HYTPUTHUBHBIE (PAKTOPHI, TPEOYIOIINE 1Ie-
JIGHampaBJIeHHON Koppekuuu. I[lapanienbHo BHUMaHUE
yAensieTcsl KOPPeKIMU TUCTUTTUAEMAN U APYTUX KOMIIO-
HEHTOB MeTa0OJIMUECKOTO PHUCKa C MCIOJb30BaHUEM He-
MEIMKAMEHTO3HBIX Y, MPU HAJIWYUU TTOKa3aHUM, MeauKa-
MEHTO3HBIX CTpaTeruii, THTeTPHUPOBAHHBIX B OOIIWIA TIIaH
BeneHus [57]. B mocneqHue rombl 0OCYXKIaeTcsl BOZMOXK-
HOCTb MCIIOJIb30BAHUS Psifa BEIIECTB C METa0OIMICCKU-
MM ¥ aHTHOKCUIAHTHBIMU 3(h@PeKTaMr KaK TOIOJTHEHUE
K CTaHAAapTHOW Teparuu; BMECTe C TeM IOTUEPKUBACTCS
HEOTHOPOMTHOCTh MOKa3aTeJbHOU 0a3bl, HEOOXOIUMOCTH
CTaHAAPTU3AIUN 03 U IJIUTEIBHOCTA TIpUEMa, a TakKe
OCTOPOXKHOCTb MPU WHTEPIIpETalliy pe3yJbTaTOB B TMOMI-
POCTKOBBIX Koroprax [62].

IlepcoHanuzainus BeaeHUs, OCHOBaHHas Ha yuérte ¢e-
HOTUIIA (IOMMHUpPOBaHWE TUIEPAHIPOTeHHBIX, MeTabo-
JIMIECKUX WJIM MEHCTPYaJIbHBIX HapYIICHMIT), KOMOPOM/I-
HOCTEl M TOBEeIeHYECKUX (PaKTOpOB, paccMaTpUBaeTCs
KakK TepCleKTUBHOE HaIlpaBjeHUE, TTO3BOJISIONIEE MOBbI-
cuth 3(pdekTuBHOCTL U Oe3omacHocTh Tepanuu CITKA
y IeBOYEK-TTOAPOCTKOB [51, 60]. Ha pyOexe KIMHUYECKOi
MPaKTUKU 1 UCCIeI0BAHMI HAaXOMUTCS MHTErpauus -
POBBIX MHCTPYMEHTOB: METOIBI MCKYCCTBCHHOTO WHTEII-
JIEKTa ¥ MAIIMHHOTO O0YYEeHUS TTOTEHIIMATEHO CITOCOOHBI
MOAIePKMUBATh KIMHUUECKOE IMIPUHSATUE PEIICHUI 32 CUET
WHTETPALINU Pa3HOPOIHBIX KIIMHUKO-JIA00PATOPHBIX 1 BH-
3yaJM3allMOHHBIX JAHHBIX, OQHAKO IS ITMPOKOTO BHE-
IPEeHUST HEOOXOMUMBI BaUAAIIAS aTOPUTMOB MMEHHO Ha
ITOIPOCTKOBBIX BEIOOPKAX M OILICHKA KIIMHUIECKOM TTpUMe-
HumocTtu [55]. HakoHel, MOHUTOPUHT 3(DOEKTUBHOCTU
Teparuy JOJKEeH BKIIIOYATh TMHAMUYECKYIO OLICHKY MEH-
CTPYaJIbHOM (DYHKLIMU, KIMHUYECKHUX TTPU3HAKOB THUIIEP-
QHIPOreHUU W MeTabOJMUYECKUX IToKazaTesieil ¢ ydyéTom
ImyOepTaTHOM BaprabeIbHOCTHU, YTO CHIDKACT PUCK TUIIEP-
W TUTTOAUATHOCTUKU U TTO3BOJISIET CBOCBPEMEHHO MOJIM-
¢uLMpoBaTh TepareBTUYECKYIO cTpateruio [62]. B uenom
coBpemeHHast momenb BeneHmst CIIKS y meBodex-mom-
POCTKOB 0a3upyeTcs Ha KOMOMHUPOBAHUY MOIU(PUKALINN
obpasa Xu3HM ¢ (papMaKoTepaImeil, aapecylomeii Beay-
[IMe TaTOTCHETUUECKNE 3BeHbS M KIIMHUUYCCKIUE TTPOSBIIC-
HUsI, TIpY 00s13aTeIbHOM BO3pPaCcTHOM aganTalllid U MYJIb-
TUIUCIUTUIMHADHOM CONPOBOXIEHUU. Takol IOoaxXon
OoTpaXkaeT TMepeXol K MHTErPAaTUBHON M MEPCOHATU3UPO-
BaHHOI ITOMOIIN, OPUEHTUPOBAHHON Ha HOJTOCPOYHEIE
PENpOAYKTUBHBIE 1 MeTaboIMYecKe ucxonsl [54, 63].

HnHoBanoHHbIe NOAX0/IbI K JUATHOCTHKE U JIeYeHUI0

TpanuimoHHBIC METONIBI BEACHNsI, OCHOBAaHHBIE HA KOP-
peKIIM 00pasa KU3HU U TIPUMEHEHU KOMOMHUPOBAHHBIX
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HAYYHbI OB30P

TOPMOHAJILHBIX CPEICTB WM MET(GOPMUHA, COXPAHSIOT
KJII0YeBOE 3HAYEHHE, OJHAKO MX BO3MOXHOCTHU B IMOJHOM
Mepe He pelIaloT 3a7ayy BbICOKOW KIMHUKO-MeTadouye-
CKOI reTeporeHHOCTU OOJIe3HW U CJIOKHOCTU €€ paHHei
nuarHocTrku [60, 62]. B 5Toil CBSI3M aKIIEHT CMEILAETCsI
B CTOPOHY IMOMCKa HOBBIX TEXHOJIOTUI, CTTOCOOHBIX 0becre-
YUTb MEPCOHATM3UPOBAHHBIN U TOUHBIN MOAXO.

[lepcrieKTUBHBIM HaIlpaBICHUEM SIBISTIOTCS pa3pabOTKU
B 00JIACTH OMOMEIUIIMHCKIX TEXHOJIOTHI, B YACTHOCTU CO-
3MaHe OMOMapKepOB 1 MHHOBAIIMOHHBIX JMATHOCTIIECKIX
ceHcopoB [19, 25, 37]. CoBpeMeHHbIE HCCIen0oBaHUS e-
MOHCTPHUPYIOT BO3MOXKHOCTU HCIIOJIB30BAaHUSI MOJICKYJISIP-
HBIX ¥ METa0OJIMIECKIX MapKEPOB MIJISI PAHHETO BBISIBICHMUS
CIIKA u crpatudukaiuy pucka pa3BUTUSI OCIOKHEHUIA,
YTO OCOOEHHO BaXKHO Y NE€BOYEK. AKTUBHO MCCIEIYIOTCS
TakXe TaHeJbHbIC MOAXOAbI, BKIIIOYAIOIIUE OIpenc/iCHHe
TOPMOHAJIBHBIX, BOCTIAJIUTEIIBHBIX U META0OITMIECKIX ITOKA-
3aresieil, KoTopble MOTYT (DOPMUPOBATH OCHOBY JIJISI MYJIbTH -
napamMeTpuuecKoil TMarHocTuku (45, 47].

3HAUUTENIPHYIO POJIb B Pa3BUTUM HOBBIX JUArHOCTH-
YECKMX TEXHOJIOTUM WTpaeT MCKYCCTBEHHBINT MHTEIICKT.
MeTtoapl MaIIMHHOTO OOYYEHMS ITO3BOJISIIOT MHTETPUPO-
BaTh KJMHMYECKUE NaHHBIE, JJabopaTOpHbIE MoKa3aTeau
U pe3yJbTaThl BU3YAIM3AIUU UISI TIOCTPOCHUSI aJrTOPUT-
MOB paHHEl TMArHOCTUKU W TPOTHO3MPOBAHUS TCUCHUS
CIIKA [48, 49]. Takue cucteMbl CIOCOOHBI HE TOJIBKO
MOBBICUTH TOYHOCTh MOCTAHOBKM IMAarHo3a, HO 1 COCO0-
CTBOBAThb BBIPAOOTKE MHAMBUAYATU3UPOBAHHBIX TEPAIICB-
THYecKuX cTpareruii. OmHaKO IS BHEAPESHUS 3TUX ITOMI-
XOIOB B KIIMHUYECKYIO IIPAKTUKY TPEOYeTCS MX BaTUIALIMST
Ha OOJIBIIMX KOropTax MOAPOCTKOB U afanTalusl K Crelu-
(UKe I0OBEeHUIBLHOTO BO3pacTa.

IToMumo 1IMGPOBBIX TEXHOJIOTUI, aKTUBHO 00CYXIa-
eTcsI WCIOIb30BaHNE aTbTePHATUBHBIX TEPAIIeBTUICCKUX
crpaternii. HayaHbIit MHTepeC BBI3BIBAIOT HYTPUILIEBTUKI
U pacTUTENIbHBIE TIperapaTbl ¢ aHTUAHIPOTEHHBIMU U M-
TabOJIMIECKN MOIYJUPYIOIIMMHU CBOMCcTBaMU. HecMoTps
Ha 3TO, JOKa3aTelbHas 0as3a OCTaETcsa OTrpaHWYCHHOI,
W TIPUMEHEHME TaKMX ITOAXOIOB Yy JIEBOUYEK-ITOAPOCTKOB
BO3MOXHO JIMIIIb KaK JOIOJHEHUE K CTaHIAPTHBIM Me-
TomaM JICUCHUS] U TOI CTPOTUM KIMHMYECKUM KOHTPO-
JieM [60]. TTepcrieKTUBBI pa3BUTHSI Tepariuu TakKe CBs3a-
HBI C TCHETHYECKUMU U SITUTEHETUIECKUMU UCCIICIOBAHM -
SIMM, KOTOPbI€ MO3BOJISIIOT BBISBISITH HOBbIE MUILIEHU TSI
apMaKoIOTHUYECKOTO BO3ACHCTBHS, a TAaKXKe pa3pabdaThi-
BaTh IIEPCOHATM3UPOBAHHBIC CTPATEIUU BEACHUS C YIETOM
uHAauBUAYyanbHOTO Tipodwis G6onabHbix CITKA [57, 58].
B aTOM KOHTEeKCTe 0co00€e 3HaUeHUE TPUOOPETAET MYJIb-
TUANCHUTUIMHAPHBIN (DopMaT B3aUMOAEHCTBUS CIlela-
JINCTOB, KOTOPHIN MO3BOJISIET YYUTHIBATh HE TOJBKO COMa-
TUYECKHE, HO U MCUXoaMoluoHalbHble acnekThl CITKA,
KOTOpBIE 0OCOOEHHO aKTyaJIbHbI Y TTOAPOCTKOB [62].

He MeHee BaxXHBIM HaIlpaBJIeHHWEM Pa3BUTHS SBIISCT-
¢ npodunakTuka. PanHee BeIsIBIeHUE (haKTOPOB pPHCKa
u cBoeBpeMeHHast nuarHoctuka CITKA y neBodek-mnoa-
POCTKOB TTO3BOJISIIOT MIPEAOTBPATUTD TSKEbIE PEMPOLYK-
TUBHbIE U METabOJMYECKHE OCIOXHEHUsI. B 2TOl cB3U
BHEApEeHNE 00pa30BaTeIbHBIX MPOrPaMM, HAIIPaBICHHBIX

Ha TOBHIIIICHNE MHOOPMUPOBAHHOCTHU JAEBOYECK M MX PO-
IUTeNel o TIpU3HaKax 3a00JieBaHNs U 3HAYEHUU paHHEro
oOpaleHus K Bpady, SIBIICTCS OMHUM M3 KITIOUCBBIX IIIa-
roB K cHIXeHuro opemenun CITKS [63].

Taxum 06pa3oM, COBpeMEeHHBIC IIEPCIIEKTUBBI BEACHUS
CIIK{ y noapocTKOB CBsI3aHbI ¢ MHTErpalieil MHHOBALIM -
OHHBIX OMOMEIUITMHCKUX TEXHOJIOTHI, pa3BUTUEM UCKYC-
CTBEHHOTO MHTEJIIEKTa, MCIOJb30BaHUEM HOBBIX Tepa-
MeBTUYCCKUX TTOAXOI0B U (POpMUPOBAHUEM MYJIBTUINC-
LHUTJIMHAPHBIX MOJeNei moMolu [64]. DTu HanpaBiIeHUs
CO3MaI0T OCHOBY ISl TIEPCOHAIM3UPOBAHHON MEIUIIUHEI,
OPMEHTUPOBAHHOI Ha JOJTOCPOYHOE COXPAHEHUE PeTpo-
JTYKTUBHOTO 3[0POBbsI U MPOGUIAKTUKY META0OIUUECKUX
OCJIOXHEHMUI [65].

3akinouenne

CIIK{ y neBoyek-TOAPOCTKOB COYeTaeT B cebe pe-
MIPONAYKTUBHBIC, SHAOKPUHHBIE M METa0OJMYECKME Ha-
pYIIEHUsI, KOTOpBIe (pOpMUPYIOTCS Ha (hOHE HApYIICHUIA
nyOoepTaTHOTO TIEpHOma M HEPEAKO MAaCKUPYIOTCS IIOI
HOpPMaJIbHbIE TIPOLIECCH MOJIOBOTO CO3peBaHMsI. DTO Cy-
1ecTBeHHO ocyoxHseT nuarHoctuky CITKA. B To ke Bpe-
M pacTET BHUMAaHKE K TICUXO03MOIIMOHAIBLHBIM acIleKTaM
3a00JIeBaHUSI, BIMSIIONIMM Ha KaueCTBO >KU3HU OOJIbHBIX.
JAnarHOCTUYECKUIA TIPOIIECC V IeBOUYEK-TTOAPOCTKOB TPE-
OyeT 0co00li OCTOPOXXKHOCTH U JTUHAMUYECKOTO TOAXO0/a.
3HAYMMBIMHA THATHOCTHYCCKUMU KPUTCPUSIMU STBIISTIOTCS
CTOMKHME HapYIIEHUsSI MEHCTPYaIbHOTO LIMKJIA B COUETAaHUU
C KIIMHUYIECKUMH U JIa0OPaTOPHBIMU MMPU3HAKAMHM TUTIEP-
aHIporeHuu. bruoxuMuyeckue Mapkepbl 1 HOBbIE TEXHO-
JIOTMY, BKJIIOYAs ITaHEIM OMOMAapKepoOB M OMOCECHCOPHI,
OTKPBIBAIOT MEePCIEKTUBDI JJIsI TOUHOU 1 paHHEU nuarHo-
ctuku. Jleuenne CITKS y monpocTKOB — KOMIUIEKCHOE,
BKJIIOYAET MOAM(UKALIMIO 00pa3a XKU3HU, MEANKAMEHTO3-
HBIC W TIPU HEOOXOTMMOCTU aJbTePHATUBHBIC ITOIXOIBI.
Hcrionp3oBaHre KOMOWMHUPOBAHHBIX OPAJIBHBIX KOHTP-
alleNITUBOB, MeT(POpPMUHA M aHTUAHIPOTCHHBIX IIpernapa-
TOB TIPOBOAUTCS C YYETOM MHOVWBUIYaIbHBIX OCOOCHHO-
cTel OOJIBHBIX U IO CTPOTUM KOHTPOJIEM 0€30I1aCHOCTH.
BaxxHoe 3HaueHue UMEI0T 0Opa3oBaTeibHbIE U TICUX03MO-
LIMOHAJIbHBIE TIPOTPaMMBbI, HaIllpaBJIeHHbIE Ha TTOBBIILICHUE
MIPUBEPXKEHHOCTH JICYCHWIO U CHIDKEHHE HETraTUBHOTO
BJIUSHUS 3a00JieBaHUSI Ha KadyeCTBO JKU3HU OOJbHBIX.
ITepcnexktuBnl BeneHuss CIIKA y neBouek-mompocTKOB
CBSI3aHBl C BHEIPEHUEM WMHHOBAIIMOHHBIX TMArHOCTUYE-
CKHX U TepaleBTUUECKNX TEXHOJIOTHI, BKITIOYAs UCIIOIb-
30BaHUE MCKYCCTBEHHOTO MHTEJIEKTa, METOIOB MalllMH-
HOTO OOyUYEHUS W TIePCOHAIM3NPOBAHHBIX OMOMapKEepOB.
OyeBUIHO, UTO cOBpeMeHHbIe cTpaTeruu BeaeHust CITKA
y II€BOYEK-TIONAPOCTKOB MOJKHBI MMETh KOMIUICKCHBIN,
TIePCOHATM3UPOBAHHBIN M TMHAMWYIECKUIA XapaKTep, YIu-
THIBAIOIINI CIIeII(UKY ITyOepTaTHOTO Bo3pacTa.

JlurepaTypa/References

1. Witchel S.F., Azziz R., Oberficld S.E. History of polycystic
ovary syndrome, premature adrenarche, and hyperandrogenism
in pediatric endocrinology. Horm. Res. Paediatr. 2022; 95(6):
557—67. https://doi.org/10.1159/000526722



M.Ya. Studenikin Russian Pediatric Journal. 2026; 1(1)

doi: https://doi.org/10.46563/2026-1-1-53-60 59

12.

13.

14.

15.

16.

17.

18.

19.

20.

Saleh F.L., Starkman H., Furness A., Pfeifer S.M., Kives S.
Polycystic ovary syndrome in adolescents. Obstet. Gynecol.
Clin. North Am. 2024; 51(4): 679—93. https://doi.org/10.1016/j.
0gc.2024.08.005

Azziz R., Carmina E., Chen Z., Dunaif A., Laven J.S.,
Legro R.S., et al. Polycystic ovary syndrome. Nat. Rev. Dis.
Primers. 2016; 2: 16057. https://doi.org/10.1038/nrdp.2016.57
Neven A.C.H., Forslund M., Ranashinha S., Mousa A.,
Tay C.T., Pefia A., et al. Prevalence and accurate diagnosis of
polycystic ovary syndrome in adolescents across world regions:
a systematic review and meta-analysis. Eur. J. Endocrinol. 2024;
191(4): S15-27. https://doi.org/10.1093/ejendo/lvae125

Amiri M., Hatoum S., Buyalos R.P., Sheidaei A., Azziz R.
The influence of study quality, age, and geographic factors
on PCOS prevalence-a systematic review and meta-analysis.
J. Clin. Endocrinol. Metab. 2025; 110(7): 2082—103. https://doi.
org/10.1210/clinem/dgae917

Pefia A.S., Witchel S.F., Boivin J., Burgert T.S., Ee C.,
Hoeger K.M., et al. International evidence-based recommendations
for polycystic ovary syndrome in adolescents. BMC Med. 2025;
23(1): 151. https://doi.org/10.1186/s12916-025-03901-w

Tfayli H., Arslanian S., Witchel S.F. Polycystic ovary syndrome:
origins and implications: PCOS in adolescents: ontogeny of
neuroendocrine and metabolic disturbances. Reproduction. 2025;
170(6): €250115. https://doi.org/10.1530/REP-25-0115

Zhang Y., Yang K., Fan T., Zheng D., Liu H. Diagnosis
and Treatment of Adolescent Polycystic Ovary syndrome:
A Review. Int. J. Womens Health. 2025; 17: 459—74. https://doi.
org/10.2147/1JWH.S506498

Capozzi A., Vignali M., Scambia G., Lello S. Pathophysiology
and diagnostic criteria of PCOS. Minerva Obstet. Gynecol.
2025;  77(5): 361-72.  https://doi.org/10.23736/S2724-
606X.24.05612-4

Karkera S., Agard E., Sankova L. The clinical manifestations of
polycystic ovary syndrome (PCOS) and the treatment options.
Eur. J. Biol. Med. Sci. Res. 2023; 11(1): 57-91. https://doi.
org/10.37745/ejbmsr.2013/vol11n15791

Penia A.S., Witchel S.F. Update on diagnosis of polycystic ovary
syndrome during adolescence. Fertil. Steril. 2025; 124(5 Pt. 2):
956—61. https://doi.org/10.1016/j.fertnstert.2025.09.006
Concepcion-Zavaleta M.J., Fuentes-Mendoza J.M., Zavaleta-
Gutiérrez F.E., Arias-Cantor B.Y., Figueredo-Rueda M.V.,
Coronado-Arroyo J.C., et al. Adolescent hyperandrogenism:
diagnostic challenges and therapeutic approaches. World
J. Pediatr. 2025; 21(10): 973-90. https://doi.org/10.1007/
s12519-025-00972-w

Capozzi A., Vignali M., Scambia G., Lello S. Pathophysiology and
diagnostic criteria of PCOS. Minerva Obstet. Gynecol. 2025; 77(5):
361—72. https://doi.org/10.23736/S2724-606X.24.05612-4

Butt M.A., Tabassum S., Hardy R.S., Kiyani M.M. Mechanistic
insight into nanomedicine for polycystic ovary syndrome. Mol. Biol.
Rep. 2025; 52(1): 618. https://doi.org/10.1007/s11033-025-10709-7
Chaudhary H., Patel J., Jain N.K., Panchal S., Nanavati P.,
Singh M., etal. Impact of CYP19A1 genetic variations on polycystic
ovary syndrome: findings from a case-control study. F.S Sci. 2025;
6(3): 364—73. https://doi.org/10.1016/j.xfss.2025.03.005

Di Michele S., Fulghesu A.M., Pittui E., Cordella M., Sicilia G.,
Mandurino G., et al. Ultrasound assessment in polycystic
ovary syndrome diagnosis: from origins to future perspectives-a
comprehensive review. Biomedicines. 2025; 13(2): 453. https://
doi.org/10.3390/biomedicines13020453

Ucar M., Ata A., Barutcuoglu B., Ak G., Habif S., Parildar Z.,
et al. Assessment of hormone measurement methods in girls with
premature adrenarche, polycystic ovary syndrome, and non-
classical congenital adrenal hyperplasia. Turk. J. Pediatr. 2025;
67(5): 692—9. https://doi.org/10.24953 /turkjpediatr.2025.5939
Zhong Y., Ding J., Xia F. DNA methylation and its impact
on ovarian steroidogenesis in women with polycystic ovary
syndrome: insights from human and animal models. Arch.
Gynecol. Obstet. 2025; 312(2): 363—74. https://doi.org/10.1007/
s00404-025-08048-w

Nandi A., Singh K., Sharma K. Advancement in early diagnosis
of polycystic ovary syndrome: biomarker-driven innovative
diagnostic sensor. Microchimica Acta. 2025; 192(5): 1-23.
https://doi.org/10.1007/s00604-025-07187-w

Szkodziak P., Szkodziak F., Trzeciak K., Wozniak S.,
Mlynarczyk M., Paszkowski T. Insulin resistance in polycystic

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31.

32.

33.

34.

35.

36.

REVIEW

ovary syndrome phenotypes and the vicious cycle model in its
etiology. Sci. Rep. 2025; 15(1): 42649. https://doi.org/10.1038/
s41598-025-26718-2

Prosperi  S., Chiarelli F. Insulin resistance, metabolic
syndrome and polycystic ovaries: an intriguing conundrum.
Front. Endocrinol. (Lausanne). 2025; 16: 1669716. https://doi.
org/10.3389/fendo.2025.1669716

Armanini D., Boscaro M., Bordin L., Sabbadin C. Controversies
in the pathogenesis, diagnosis and treatment of PCOS: focus
on insulin resistance, inflammation, and hyperandrogenism.
Int. J. Mol. Sci. 2022; 23(8): 4110. https://doi.org/10.3390/
ijms23084110

Rizzi A., Polimeno T., Leo M.L., Moriconi A., Policriti M.,
Tartaglione L., et al. Different glucose variability in women with
polycystic ovary syndrome with and without insulin resistance:
a pilot study. Endocr. Pract. 2025; 31(11): 1407—13. https://doi.
org/10.1016/j.eprac.2025.06.020

Nowak-Ciotek M., Stachowiak J.J., Krok K., Sokal J.,
Malczyk Z., Skrzynska K., et al. Adolescent PCOS and long-
term metabolic risk: insights from triglycerides to high-density
lipoprotein cholesterol ratio and high-density lipoprotein
cholesterol profiles. Front. Endocrinol. (Lausanne). 2025; 16:
1579217. https://doi.org/10.3389/fendo0.2025.1579217

Swauger S.E., Crimmins N.A. Identification and treatment
of polycystic ovary syndrome in adolescents: A primer for the
lipidologist. J. Clin. Lipidol. 2025; 19(4S): 37—42. https://doi.
org/10.1016/j.jacl.2025.04.184

Zhu R., Yu X., Li Y. Identification and validation of biomarkers
associated with glycolysis in polycystic ovarian syndrome. Sci.
Rep. 2025; 15(1): 27199. https://doi.org/10.1038/s41598-025-
11591-w

Reich L.A., St Fleur R.G., Gjelsvik A., Field A.E.,
Ziobrowski H.N. Prospective associations of adolescent obesity
phenotypes with self reported polycystic ovary syndrome
diagnosis in young adulthood. Hum. Reprod. 2025; 40(3):
545—52. https://doi.org/10.1093/humrep/deae294

Calcaterra V., Verduci E., Cena H., Magenes V.C., Todisco C.F.,
Tenuta E., et al. Polycystic ovary syndrome in insulin-resistant
adolescents with obesity: the role of nutrition therapy and food
supplements as a strategy to protect fertility. Nutrients. 2021;
13(6): 1848. https://doi.org/10.3390/nul3061848

Cehic M., Milenkovic T., Todorovic S., Mitrovic K., Zaric S.P.,
Cvetkovic D., et al. Beyond PCOS: an unusual presentation of
type A insulin resistance syndrome. J. Pediatr. Adolesc. Gynecol.
2026; 39(1): 131—4. https://doi.org/10.1016/j.jpag.2025.09.013
Dutta S., Sengupta P., Rao S., Elgarawany G.E., Samrot A.V.,
Rosas I.M., et al. Targeting Polycystic Ovary Syndrome (PCOS)
pathophysiology with flavonoids: from adipokine-cytokine
crosstalk to insulin resistance and reproductive dysfunctions.
Pharmaceuticals (Basel). 2025; 18(10): 1575. https://doi.
org/10.3390/ph18101575

Sharma U., Sahu A., Thakur N., Choudhary R.K., Shekhar H.,
Haque S., et al. Journey through the gut-inflammation axis in
polycystic ovary syndrome: the microbiota’s role in shaping
inflammatory pathways. Mol. Cell Biochem. 2025. https://doi.
org/10.1007/s11010-025-05409-6

Morshedzadeh N., Behrouz V., Ahmadi A.R. Cross-sectional
study of the relationship between dietary inflammatory index
and inflammatory hormonal and metabolic profiles in polycystic
ovary syndrome. Sci. Rep. 2025; 15(1): 40211. https://doi.
org/10.1038/s41598-025-24046-z

Kara L., Cicek D., Sarikaya E., Gok E., Berber U., Siraz U.G.,
et al. Adolescent PCOS and metabolic health: An analysis of fat,
muscle, and hormones. Eur. J. Obstet. Gynecol. Reprod. Biol.
2025; 314: 114648. https://doi.org/10.1016/j.cjogrb.2025.114648
Javed M., Suramya., Ahmad S., Raisuddin S. Chemically-
induced histopathological progression in the polycystic ovary
syndrome (PCOS) — a review. Toxicol. Res. 2025; 41(5): 437—53.
https://doi.org/10.1007/s43188-025-00296-x

Qil., Zhu Z., Cao Y., Li B., Li J., Hu S., et al. Deficiency of
LPCAT3 compromises endometrial stromal cell decidualization
in polycystic ovary syndrome. FASEB J. 2025; 39(12): ¢70687.
https://doi.org/10.1096/1j.202402967R

Louwers Y.V., Visser J.A., Dunaif A., Laven J.S.E. Polycystic
ovary syndrome: origins and implications: Genetics of polycystic
ovary syndrome (PCOS). Reproduction. 2025; 170(5): €250126.
https://doi.org/10.1530/REP-25-0126



37.

38.

39.

40.

41.

42.

43.

44.

45.

46.

47.

48.

49.

50.

S1.

52.

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

60 doi: https://doi.org/10.46563/2026-1-1-53-60

HAYYHbI OB30P

Zhang C., LiY.,Wang Y., Hu S., Liu Y., Liang X., et al. Genetic
associations of metabolic factors and therapeutic drug targets
with polycystic ovary syndrome. J. Adv. Res. 2025; 75: 581-90.
https://doi.org/10.1016/j.jare.2024.10.038

Sankaranarayanan L., Brewer K.J., Morrow S., Johnson G.D.,
Barrera A., Venukuttan R., et al. Gene regulatory activity
associated with polycystic ovary syndrome revealed DENNDI1A-
dependent testosterone production. Nat. Commun. 2025; 16(1):
7697. https://doi.org/10.1038/s41467-025-62884-7

Brookhart C.D., Naroji S. Abnormal uterine bleeding,
polycystic ovary syndrome, and heavy menstrual bleeding in
adolescents. Pediatr. Ann. 2025; 54(9): e302—7. https://doi.
org/10.3928,/19382359-20250707-02

Zheng Z., Ma Y., Shi Y., Xu Y. Associations between kisspeptin
hormone level and its genetic polymorphisms with polycystic
ovary syndrome. Int. J. Gynaecol. Obstet. 2026; 172(1): 383—95.
https://doi.org/10.1002/ijgo.70411

Kaur M., Singh S., Beri A., Kaur A. Exploring genotype-
phenotype correlation of FSHR polymorphisms in polycystic
ovary syndrome. BMC Endocr. Disord. 2025; 25(1): 239. https://
doi.org/10.1186/s12902-025-01979-0

Mohammed S., Sundaram V., Cockburn B.N., Motilal S.,
Ottey S., Azziz R. The association of polycystic ovary syndrome-
like clinical features and socioeconomic status on health-related
quality of life. Womens Health Rep. (New Rochelle). 2025; 6(1):
493-503. https://doi.org/10.1089/whr.2025.0008

Ozga M., Jurewicz J. Environmental exposure to selected non-
persistent endocrine disrupting chemicals and polycystic ovary
syndrome: a systematic review. /nt. J. Occup. Med. Environ. Health.
2025;38(2): 98—121. https://doi.org/10.13075/ijomeh.1896.02551
Saltanat S., Ahmad N., Sayyed S., Ahmad W., Sayyed Z.R.,
Shahabuddin F. Analysis of hirsutism as a symptom of Ihtibas
al-Tamth (Amenorrhea) and its relation to polycystic ovary
syndrome. Altern. Ther. Health Med. 2025; 31(5): 78—89.

Wang M., Zhang S., He J., Zhang T., Zhu H., Sun R., et al.
Biochemical classification diagnosis of polycystic ovary syndrome
based on serum steroid hormones. J. Steroid Biochem. Mol. Biol.
2025; 245: 106626. https://doi.org/10.1016/j.jsbmb.2024.106626
Vuong L.N., Ho V.N.A., Le A.H., Nguyen N.T., Pham T.D.,
Nguyen M.H.N., et al. Hormone-free vs. follicle-stimulating
hormone-primed infertility treatment of women with polycystic
ovary syndrome using biphasic in vitro maturation: a randomized
controlled trial. Fertil. Steril. 2025; 123(2): 253—61. https://doi.
org/10.1016/j.fertnstert.2024.09.010

Reka S., Praba T.S., Prasanna M., Reddy V.N.N., Amirtharajan R.
Automated high precision PCOS detection through a segment
anything model on super resolution ultrasound ovary images. Sci.
Rep. 2025; 15(1): 16832. https://doi.org/10.1038/s41598-025-
01744-2

Moro F., Giudice M.T., Ciancia M., Zace D., Baldassari G.,
Vagni M., et al. Application of artificial intelligence to ultrasound
imaging for benign gynecological disorders: systematic review.
Ultrasound Obstet. Gynecol. 2025; 65(3): 295—302. https://doi.
org/10.1002/u0g.29171

Chenl.Y.,ChenW.J.,ZhuZ.Y.,XuS., Huang L.L., Tan W.Q., et
al. Screening of serum biomarkers in patients with PCOS through
lipid omics and ensemble machine learning. PLoS One. 2025;
20(1): e0313494. https://doi.org/10.1371/journal.pone.0313494
Bilici M.E., Siklar Z., Cetinkaya S., Ozsu E., Aycan Z.,
Berberoglu M. Adrenal hypoandrogenism in adolescents with
premature ovarian insufficiency. J. Pediatr. Endocrinol. Metab.
2025; 38(3): 262—70. https://doi.org/10.1515/jpem-2024-0415
Damoulaki E., Sioutis D., Sarli V., Trakakis E., Mastorakos G.,
Katoulis A., et al. Polycystic ovary syndrome-associated acne:
the interplay of hyperandrogenism, insulin resistance, and
therapeutic strategies. Cureus. 2025; 17(11): €¢98103. https://doi.
org/10.7759/cureus.98103

Agirsoy M., Oehlschlaeger M.A. A machine learning approach
for non-invasive PCOS diagnosis from ultrasound and clinical
features. Sci. Rep. 2025; 15(1): 33638. https://doi.org/10.1038/
s41598-025-10453-9

53.

54.

55.

56.

57.

58.

59.

60.

6l1.

62.

63.

64.

65.

Tong C., Wu Y., Zhuang Z., Yu Y. A diagnostic model for
polycystic ovary syndrome based on machine learning. Sci.
Rep. 2025; 15(1): 9821. https://doi.org/10.1038/s41598-025-
92630-4

WangJ.,ChenR., Long H., He J., Tang M., Su M., et al. Artificial
intelligence in polycystic ovarian syndrome management: past,
present, and future. Radiol. Med. 2025; 130(9): 1409—41. https://
doi.org/10.1007/s11547-025-02032-9

Panjwani B., Yadav J., Mohan V., Agarwal N., Agarwal S.
Optimized machine learning for the early detection of polycystic
ovary syndrome in women. Sensors (Basel). 2025; 25(4): 1166.
https://doi.org/10.3390/525041166

Chen W., Miao J., Chen J., Chen J. Development of machine
learning models for diagnostic biomarker identification and
immune cell infiltration analysis in PCOS. J. Ovarian Res. 2025;
18(1): 1. https://doi.org/10.1186/s13048-024-01583-1

Wu T, Liu Y., Kong F., Hu J., Liu Y., Yang J., et al
Improvement of endocrine and metabolic conditions in patients
with polycystic ovary syndrome through acupuncture and its
combined therapies: a systematic review and meta-analysis.
Ann. Med. 2025; 57(1): 2477295. https://doi.org/10.1080/078
53890.2025.2477295

Xu H., Mao L., Huang W., Huang Q., Li L., Liu Y. Gene
association study between polycystic ovary syndrome and
metabolic syndrome: a transcriptomic analysis and machine
learning approach. J. Ovarian Res. 2025; 18(1): 220. https://doi.
org/10.1186/s13048-025-01787-z

Moore A.M. Neuroendocrine mechanisms responsible for
elevated gonadotrophin-releasing hormone and luteinising
hormone pulses in polycystic ovary syndrome. J. Neuroendocrinol.
2025; 37(8): €70028. https://doi.org/10.1111/jne.70028

Zhang Y., Chen Z.J., Zhao H. Polycystic ovary syndrome:
A metabolic disorder with therapeutic opportunities. Cell
Metab. 2025; 37(10): 1932—49. https://doi.org/10.1016/j.
cmet.2025.08.002

Saadati S., Mason T., Godini R., Vanky E., Teede H., Mousa A.
Metformin use in women with polycystic ovary syndrome
(PCOS): Opportunities, benefits, and clinical challenges.
Diabetes Obes. Metab. 2025; 3(Suppl. 3): 31—47. https://doi.
org/10.1111/dom.16422
ArshadA.,Armeni E., BroughtonS.,AliA., BlendisE., Gleeson H.,
et al. Polycystic ovary syndrome: pragmatic management
across levels of care. Gynecol. Endocrinol. 2025; 41(1): 2574874.
https://doi.org/10.1080/09513590.2025.2574874

Gautam R., Maan P., Jyoti A., Kumar A., Malhotra N., Arora T.
The role of lifestyle interventions in PCOS management:
a systematic review. Nutrients. 2025; 17(2): 310. https://doi.
org/10.3390/nu17020310

Lakshmi Narayanan P., Sugumar S., Rushendran R.,
Vellapandian C. Next-generation approaches in targeting
polycystic ovarian syndrome: innovative strategies. Curr. Med.
Chem. 2025; 33(1): 57—75. https://doi.org/10.2174/010929867
3368951250404170052

Pulluparambil S.J., Subrahmanya Bhat. Exploring the feature
prioritization and data sampling of PCOS diagnosis via densely
connected attention based squeeze deep learning detection
model. J. Steroid Biochem. Mol. Biol. 2025; 258: 106933.
https://doi.org/10.1016/j.jsbmb.2025.106933

Caenenns 06 aBTOpax:
Illapros Muxaua Cepeeesuy, NOKTOp Mell. Hayk, Npod., pyKo-

BOAMTEb TOPOACKOro LleHTpa pernpomyKTUBHOTO 3I0POBBS AETeil
u moapoctkoB 'bY3 «Mopo3zosckasa II’Kb» JI3M; mpod. kad. met-
ckoit xupypruu @I'bOY BO «PHUMY um. H.W. IMuporoBa» MuH-
3npaBa Poccuu (IMuporosckuii Yuusepcurer), sharkdoc@mail.ru;
Kapanemsan Anu Apmenoena, CTyneHTKa 5-TO Kypca jedeOHoro da-
kynbrera ®TBOY BO «PHUMY um. H.U. IMuporosa» Mun3apa-
Ba Poccum (ITuporosckuii YHuBepcuret); Yamuxan Heema Axo-
noema, CTyleHTKa 5-ro Kypca JiedeoHoro dakynbreta @I'BOY BO
«PHUMY um. H.W. TTuporosa» Munsznpasa Poccunu (ITuporosckuii
YHuBepcUTeT).



The article can be used M.Ya. Studenikin Russian Pediatric Journal. 2026; 1(1)

under the CC BY-NC-ND 4 license doi: https://doi.org/10.46563/2026-1-1-61-70 61

CASE REPORT

NINHNYECKNW Crlyyau

© KOJIJIEKTHUB ABTOPOB, 2026

Poinoa A.1O., Ilanywa JI. H., Bopoxcuos U.H., Ipauee H.C., Jlonamun A.B., Kapauyncxuii A.H.,
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Octpas kuHnyeckas manudecramus capkomsl FOunra, pacnpocTpansiionieiicsi u3 BTOporo
LIEHHOr0 MO3BOHKA

®OI'BY «HauumoHanbHbI MEAMIIMHCKUI MCCIEI0BATEIbCKUI LIEHTP AETCKOM reMaToJIOruu, OHKOJIOTUU U UMMYHOJIOTUU
um. Imutpust PoraueBa» Munsnpasa Poccuu, Mocksa, Poccust

Pe3some

AktyaapHocTh. Capkoma lOumHra — BbICOKOMeTacTaTHdecKass (hopMa CapKOMBI, BTOpasl MO pacIpOCTPaHEHHOCTU TIep-
BUYHAas 3JJ0KAYECTBEHHAsT OITyX0JIb KOCTEl, TTopaXkaroIas IperuMyIIeCTBEHHO TTOIPOCTKOB. KpailHssi peIKoCcTh 3TOTo 3a-
0oJieBaHUS B IIEWHOM OT/AEJIe TTO3BOHOYHMKA MOXKET MPUBECTH K 3aep>KKe TUarHOCTUKU IO TeX IOp, MOoKa OIMyXoJb He
JIOCTUTHET 3amylIeHHOM CTaIuy M He HAYHET CHaBJIMBATh CIIMHHOK MO3T. HavalbHbIe CUMIITOMBI MOTYT BKJIIOYATh OOJIb
B Illee W PAIMKYJIOMATHIO. DT CUMIITOMBI MOTYT OBICTPO MPOTPECCUPOBATH, COIMPOBOXKIASICH CIAOOCThI0O KOHEYHOCTEI
1 1UChYHKIIME MOYEeBOTO My3bIpsl UM KUIIIEUHUKA, pa3BUBasICh B TeUeHME HECKOJBKHMX THE Mocye Havaia 3a001eBaHuUs.
Bricokas cTeneHb KIMHUUYECKON HACTOPOXKEHHOCTH MMEET pelaioliee 3HaAUeHUe I paHHE TMarHOCTUKU U JICYCHUS.
Ilenb paGoOTHI: MPENCTaBUTh KIMHUYECKOE OIMMCAHKE CITydast OCTPpOi KIIMHIYecKoi MaHubecTauy capkoMbl FOuHTra, pac-
MpocTpaHsioueiics u3 mo3sonka C2.

Marepuaibl U MeToabl. MBI OTTMCHIBAEM CITy4ail y 3-JIeTHel 1eBOYKY 0e3 HATMIMST XPOHUUECKUX 3a00IeBaHUN UJIN TPaBM
B aHaMHe3e. KiTmH1YecKue mposiBIeHUST HAdaIMCh 3a 6 Mec IO pa3BEPHYTON KapTHHBI 60JIE3HH ¢ HE3HAYUTETbHOM TIporpec-
CUpYIOILIei IEpUOINYECKOi OO B ILIEITHOM OT/esie TO3BOHOYHMKA, KOTOPYIO CHavYala paclieHUBaJIU KaK COCTOSTHUE, 00yC-
JIOBJICHHOE KpuBoleeid. Yepe3 3 Mec TIpU MOCTOSTHHO COXPAHSIIONIEIICSI CUMITTOMATHUKE OOJTbHOM ObLIO BBIITOJTHEHO PEHT-
TeHOBCKOEe 00CJieNoBaHNe IIEHHOTO OT/e/a MTO3BOHOYHMKA, Ha KOTOPOM Ha TOT MOMEHT He OTIMCHIBAJIN ITaTOJIOTUIECKIX
usMeHeHuii. Crryctst 6 Mec OT Hauyasia 3a00JIeBaHus IIPOU3O0IILIO Pe3KOe HapacTaHKe CUMITOMATUKY B TeU€HME HECKOIbKIX
ITHE 10 BBIPpasKeHHOTO O0JIEBOTO CHHApPOMA, TeTpanape3a 1 Ta30BbIX HapylieHuii. [Ipr MPT 6bL10 BBISIBJICHO TTOpaskeHE
2-T0 IIEHOTO MMO3BOHKA, 3aTparrMBalolliee Kak TeJIO TT03BOHKA, TaK U 3aIHIO0 OyTy ¢ MHGUIbTPAIIMEil TTIepeIHero Sy -
paJbHOIO MPOCTPAHCTBA, OTBEPCTUI HEPBHBIX KOPEIIKOB Ha YPOBHE 2—3-T0 IIEHHBIX TO3BOHKOB B IIpUJjeraloliye mnapa-
BepTeOpaIbHbIC MBIIIIIBI, a TAKXKE MHBA3US OITYXOJIM B IIPABYIO TTO3BOHOUHYIO apTEPUIO C OXBATOM €€ CO BceX CTOpoH. [1pu
MYJTBTUCITMPATBHOM KOMITHIOTEPHOU TOMOTrpady IPYIHOM TTOJIOCTH OBLIO BBISIBJIEHO MHOXECTBEHHOE METacTaTUUECKOe
MopaxeHue JIETKUX (BCero 0KoJjio 25 MeTacTa3on).

Pesyabratel. BosibHOIT OBUIO BHITIOJIHEHO 3KCTPEHHOE OINEepaTUBHOE BMEIIATEIbCTBO B 00bEMeE JaMUHIKTOMUU OT C2 1o
C4 mo3BOHKa C YaCTMYHON pe3eKIreil IKCTpaaypaIbHOTO MATKOTKAHHOTO KOMITOHEHTA OITyX0JId. B mocieorepaiimoHHOM
Mepuoae OTMEeUeH MPaKTUYEeCKU IMOJIHBIMA perpecc HeBpoJiormyeckoro aeduumra — a0 4,5 B Horax u 4,5 0ajia B pyKax
U perpecc Ta3oBBIX HapylleHUii. boabHas Oblia MepeBefeHa B OTAeeHKMe IeTcKoil oHkomorun ®I'bY «HMUL ITOU
uM. [Imutpusi PoraueBa», riie ”HHUIIMMPOBAHO TTPOBEACHUE MYJIBTUMOIATBHOM XUMUOTEPAITUN 1 JTy4eBOU Tepartii.
3akmouenne. [TepBuunbie capkoMbl FOuHra, mopaxatoiue C2 o3BOHOK, BCTpeYaroTcsl KpaiiHe penko. JlaHHast Jjokaau3a-
LIMST TIPEACTABISIET TMaTHOCTUIECKUE TPYIHOCTU M3-32 HETUITMYHON KJIMHUYECKOW KapTUHBI, PEHTTEHOJIOTMYECKON 1 TH-
CTOITaTOJIOTUIECKOM CXOKECTH C IPYTUMU OITYXOJISIMK. JITaHHBII CITydail onpeesisieT BHICOKYIO 3HAYUMMOCTh MEXKIMCITUTIIM -
HapHOTO TMOAX0Aa ISl TOYHON TUAarHOCTMKM M ONTHUMAJbHOTO JiedeHUsl. TOYHOe M CBOEBPEMEHHOE Paclo3HaBaHUE TUX
penkux GopM MOXKET CITOCOOCTBOBATh paHHEM JMArHOCTUKE U YIIYYIICHUIO IPOrHO3a ISl 00JIbHBIX.
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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
a lesion 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.
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Capkoma IOwunra (CHO) — BbICOKO3JIOKAaYeCTBEHHAs
MEJIKOKPYTJIOKJIETOUHAs OITyXOJib, 3aHMMAoIas 2-¢ Me-
CTO MO YaCTOTE 3JIOKAYECTBEHHBIX OIYyXOJIE KOCTEU y e~
Teit rociie octeocapkomsl [1—4]. Ha e€ momio nmpuxoaurcst
0KOJ1I0 4% 3J10Ka4eCTBEHHBIX OIyXOJIei y AeTeli, MUK 3a-
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00JIeBaEMOCTU MPUXOAUTCS Ha 2-€ NeCATUIIETUE XU3HMU.
Hawnb6onee yacto CHO nmopaxkaer JIMHHBIE TpyOYaThie KO-
cTu U Ta3. Mcropuyecku oHa acCOLMUPOBANIACH C BBICO-
KOl CMEPTHOCTbBIO, HECMOTPSI Ha MOIBITKY JieueHus [1, 3,
5—7]. TlopaxeHusl TIO3BOHOYHMKA BCTPEYAIOTCSI PEIKO
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1 OOBIYHO HAOJIOHAIOTCS B KOHTEKCTE METACTaTUICCKOTO
nopaxkeHwust. [Tepsuanass CHO mo3BoOHOYHMKA BCTpedaeTCs
penko, coctanisis 3,5—14,9% rnepBUYHBIX CAPKOM KOCTEIA.
Cpenu CHUHATBHBIX JIOKIM3AaWiA YacTO ITOpaXKaloTCs
MMOSICHUIHBINA W TPYTHOM OTHENBI, TOTIA KaK IMOPaKeHUs
IICTHOTO OTENa MO3BOHOYHNKA BCTPEUAIOTCST UCKITIOUM-
TEJILHO PEIKo, eIé pexke mopaxaercs 1mo3BoHoK C2. I1o-
paxkeHWE aTJIAHTOAKCHAJIbLHOTO COCOUHEHUSI COCTABIISICT
npubnu3nutenbHo 3,2% Bcex CHO 1M03BOHOYHOM JIOKAJIM-
s3auuu [6—17]. Y GOJBHBIX C TO3BOHOYHOM JIOKAJIU3aINEN
OITyXOJIM 4YacTO HaOIIOmaroTCsl Hecneunuduiyeckue Ha-
YaJbHBIC CUMIITOMBI, YTO MOXET 3aJepKaTh IMOCTAHOBKY
mrarHo3a. Ha mo3mHuX cTammsix KOMIIpecCUsl CITMHHOTO
MO3Ta MOXET IPUBECTU K CEPhE3HBIM HEBPOJIOTUUECKUM
HapyIIeHUSIM, BKITIOUast OBICTPO IPOTPECCHPYIONIYIO ITa-
parureruto. CIO B meitHOM OTIesIe ITO3BOHOYHNKA HE M-
eT YETKMX paHHUX CHUMITOMOB, IO3TOMY IMArHOCTHKA
U CTpaTeTus JICYCHHST Ha paHHEM 3Talle 3aTpyIHUTEIbHA,
0COOEHHO y JeTeil Myammiero Bo3pacta [1, 4, 8, 11-22].
B HammeM KJIMHUYECKOM CiIydae IpeacTaBlieH UMEHHO Ta-
KO BapuaHT pa3BUTUSI COOBITUI, HO C KpaliHe peaKoii J10-
Kajuzauueit B mo3BoHke C2.

Onucanue KJIMHAYECKOro ciaydyasa

JeBouka A., 3 roma, 6e3 XpoHUYECKMX 3a00JIeBaHUt
WIM TpaBM B aHaMHe3e. bosibHas mpoxuBajia B OTHAIEH-
HOM OT ropoja paiioHe B ofHoW u3 obyacteit Poccuu.
IlepBBble CHMIITOMBI HadyaJIMCh 3a 6 MeC IO pa3BEPHYTOM
KJIIMHUYECKOW KapTUHBI C HE3HAYUTEJIbHOM MTporpeccupy-
[o1Iell mepuoanyecKoi 6011 B IIIEHHOM OT/IesIe TO3BOHOY -
HUKa, KOTOPYIO CHayaja paclieHUBAJIM KaK COCTOSTHUE,

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

CASE REPORT

00YCJIOBJICHHOE KpPUBOIIEeH. YUUTHIBasI, YTO TMALIMCHTKE
Ha TOT MOMEHT OBLIO 2 TO/a, TOCTOBEpHAs OLICHKA KajIo0
pebéHka Oblia 3aTpyaHUTeNbHA. boabHas nepuoanyecku
ocMaTpuBaach MEAUATPOM M HEBPOJIOTOM IO MECTY KH-
TEJIbCTBA, IIPOXOIMIIA KypC OCcTeonaTn. 3a 3 Mec 10 TIpo-
BEeIeHMSI MarHUTHO-pe3oHaHCHOW Tomorpaduu (MPT)
0OJIBHOIT OBLTO BEITTOJTHEHO PEHTIEeHOBCKOE NCCIIeI0OBAaHNIE
IICITHOTO OTHIeJa TO3BOHOUYHNKA B CBSI3M C COXPAHSIOIIN -
MHCS OOJSIMM B OOJIaCTH IIIeW, Ha KOTOPOM Ha MOMEHT
00cIemoBaHUsI He OMMCAHO MATOJOTMUECKNX U3MEHCHMI.
HnMeronuiicst 601€BOM CHHAPOM MHOTIA KyITUPOBAJICS ca-
MOCTOSITEJIbHO, B IPYTUX CIydasiX MpUOerajiu K HeCTepo-
WIHBIM IIPOTUBOBOCITAIUTEILHBIM ITpernapaTtam. Co Bpe-
MeHeM PeOEHOK CTAHOBWJICS 00Jiee KallpU3HBIM, OTMeYa-
JIOCh 9acTOe OECITOKOMCTBO B HOYHOE BPEMSI.

3a 7 gHeit no npoBeacHust MPT y GobHOI cTaa I1o-
SIBJIATHCST HapacTalolasi cJIaboCTh B HOTax, OHAa OTPaHNYM -
BaJia ce0sI B TIepeIBMKCHUM, OTMEYaICS BEIPaXKeHHBIN 00-
JIEBOI CHHIPOM B 00JIaCTH I1Ier. B TeueHMe mocieayommx
CYTOK ITOSIBUJIMCH Ta30BbIe HAPYIIICHWS B BUIIE VTN TESIBHOM
3aaepxku Mouu. El€ yepe3 cyTKu ObLIO BBISIBJIEHO Hapa-
CTaHNE Ta30BBIX HAPYIICHWI B BUIE HemepKaHMS CTYyJIa.
BonpHas 6pL1a rOCTIUTATM3UPOBaHA B 00JIACTHYIO AETCKYIO
KJIMHUYECKYIO OOJIbHULYY. YUUTBIBAasl XKajJloObl, Ha TeEp-
BOM 3Tare TUAarHOCTUKM HavYaI MCKIIF0YAaTh BO3MOXKHEIC
HelipouHpekuuu. [1pu aToM y 60JbHON B MOCAEaYIOLINE
CYTKH IIPOTPECCMBHO HapacTalia HeBPOJIOTMYeCKas CUM-
IITOMAaTHKa, TOSIBUJINCH CI1a00CTh B pyKaxX W HIDKHUIA MMa-
pamape3. B cBsI3u ¢ pe3KuM HapacTaHUEM KIMHUYECKOU
CHMIITOMATHKHN U TIOHO3PCHMEM Ha KOMIIPECCUIO CITMH-
HOro Mo3ra 0bU10 MPUHSITO pelieHre o BbinojHeHuu MPT

a — akcuanbHbie n3o06paxeHus (T2 TRA pexum); 6 — kopoHapHbie nzoopaxenust (T2 TSE pexum). I — oryxosib; 2 — rnpaBast TO3BOHOYHAs apTepus;
3 — CIUHHOI MO3T; 4 —103BOHOK C2. ['paHMIIa pacnpoCTpaHEHUS OITyX0JIM 00BeIeHA XKENTHIM, 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). I — 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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IMO3BOHOYHMKA Y TOJIOBHOTO MO3Ta B KAYeCTBE TIEPBOM JIM-
HUU BU3YaJIN3aIliU.

I1pu MPT 6b110 BBISIBJIEHO TTOpaXkKe€HKUEe BTOPOIO 1Ieii-
HOTO ITO3BOHKA, 3aTparuBalollee Kak TeJlo IO3BOHKA, TaK
U 337HIOI Nyry. DTO MOpaXeHWe TMPOSIBISIIOCh B BUJE
MIPOMEXYTOYHOTO curHaja Ha T1- u T2-B3BeIlIeHHBIX U30-
OpaXXeHUSIX 1 MHTEHCUBHBIM KOHTPACTUPOBAaHUEM ITOCTIe
BBeneHUsT KoHTpacTa (puc. 1). Omyxonb nMena OOJbIION
SHIOKAHAIBHBINM, OKCTPAaAypalbHBIE M BKCTpaMemyl-
JISPHBIA MSITKOTKAHHBIM KOMIIOHEHT, IIPOCTHUPAIOIINIACS
ot C1 mo C4, BHyTpHKaHAJIbHBIN MITKOTKAHHBIN KOMIIO-
HEHT, KOTOPBI OBUI XOPOIIO OYepUYeH, MMENI OBAJbHYIO
dopmy, nuddy3Hoe YCUIEHUE CUTHAlIA C ILIUPOKUM Ny-
paIbHBIM TIPUKPEIUICHHEM M OKa3BbIBAIOIIMI KOMIIPEC-
CHMOHHOE BO3IEUCTBME HA CITMHHOMN MO3T LIUPKYJIIPHO CO
BCEX CTOPOH, BBI3bIBAasi MECTaMU ITOJHBIM CTEHO3 ITO3BO-
HOYHOTO KaHajia, YTO MPOSIBIISIIOCh B BUIE aHOMAJILHOTO
CHTHaJIa, YKa3bIBAaIOIIEro Ha KOMITPECCHUOHHYIO MUEJIO-
matuto. Kpome Toro, ormyxojb MHGUIBTPHUPOBAJa B TIepe-
ITHee SIHUIYPaTbHOE MPOCTPAHCTBO M OTBEPCTHUS HEPBHBIX
KopelnkoB Ha ypoBHe C2—C3, mHBa3upoBajiia B IIPaBYIO
IMO3BOHOYHYIO apTepHIo, OXBAaThIBasi €€ CO BCEX CTOPOH,
a TakKe pacIIpoCTpaHsIach B IIpUJICTAOIINE IapaBep-
TeOpabHBIe MBIIIEL. B cocemrux mo3onkax (C1 u C3)
HaOonanuch uaMeHeHne MP-curHana u yactuuHas je-
CTPYKLIMSI KOCTHOM TKaHU.

3amep:KKa B IMarHOCTUKE MOXKET OBITh OOBSICHEHA He-
TUITAYHBIMU TI€pBOHAYAIBHBIMUA CUMITTOMAaMU, KOTOPBIC
He ObUIM cpa3y paclo3HaHbl KaK IPH3HAKU CEPhE3HOM
MMaTOJIOTHH. DTa 3amep:KKa, BO3MOXKHO, YCyryomiach He-
TMOOIIEHKOM CO CTOPOHBI CEMBH U JIOKHOM YBEPEHHOCTBIO,
OCHOBAHHOI Ha M3HAYaJIbHO HUYEM He IMpruMedaTeIbHOMI
CTAHIAPTHOM pEHTTEHOIPaMMe.

ITo 3KCTpeHHBIM TTOKa3aHUSIM 00JIbHasI ObLIa KOHCYIIb-
THpOBaHa Helipoxupypramu 1 oHkosoramu @I'bY «<HMULI
ATOUN wnm. JImutpust PoraueBa», OblIa peKOMeHIOBaHA
9KCTPEHHAasl TOCMUTAIU3alMs B CTalMOHAp ISl TTpOBeAe-
HUS XUPYPTUIECKOTO JICYCHUS, TyIeBOM I XUMHUOTEPATINH.

bompHast mocrymuta 8 ®I'BY «<HMHWL JATOU nwm.
Amutpuss PoraueBa» B TSDKEJIOM COCTOSIHUU, OIIpenesisi-
[OIIeMCSl 3HAUUTETbHBIM HEBPOJIOTUUYCCKUM Ie(PUIINTOM.
B cBs131 ¢ BBRIpaskKeHHBIM OOJIEBBIM CHHIPOMOM B IIIEITHOM
oTIee T03BOHOYHMKA (9— 10 6aIoB 10 BU3yaIbHO-aHAIIO-
roBOIt 111KaJie) 00JIbHAsI HAXOIMJIACh HA MOCTOSIHHOM MH(Y-
3MOHHOM Teparmy HapKOTUIECKUMU aHAIBIeTUKAMMU.

Ilpy KJIMHUYECKOM OCMOTpE MalMeHTKAa HaXOAWJIach
B CO3HaHWM, OlLIEHKa Mo IKajae Kombl IJasro cocra-
Buja 15 GaioB, OAHAKO JeBOYKA HE MOTJa HU CTOSITb,
HU culeTb. Y OOJIbHOW OTMeYaJIMCh BbIpakeHHasi 0O0Jib
W TUIIEPECTE3UsT B 00JIACTU IIEH TIPU CMEHE ITOJIOXKECHUS
KAaK I10 TIepeIHel, TaK ¥ 110 3aaHei moBepxHocTH 1meu. Co-
CTOSTHHAE OOJIbHOM OBIIO TSLKEBIM IO HEBPOJIOTUIECKOMY
crarycy. [1pu HeBpOIOrMIECKOM OCMOTpE: IeBOYKa TIIaK-
cHBa, pa3apaxuTellbHa, OOOHSHUE HE HapYIICHO, 3padyKu
paBHBIC, CpemHEN BEIMYMHBI, (DOTOpPEaKIIMS COXpaHEHA.
KopHeanbHble 1 HagOpoBHbIE pedieKchl coxpaHeHbl. Ko-
cora3us He ObUTO. BEISIBIIEH ropr30HTAIBHBIN MEITKOpa3-
MAIIMCTHIN HUCTArM. JIBUKEHMSI IITA3HBIX SI0JIOK B TTIOJTHOM

o0beEMe. JIuio cummerpuuHoe. [Tape3oB u mapajinyeit HeT.
YyBCTBUTEILHOCTh B 00JIACTH JIMIIA He HapylleHa. bojeii
B oOiacTu juia HeT. Peub He HapymeHa. CiyX CHIDKEH.
I'moranue, hoHAIMS M apTUKYJISIINAS He HapYIIeHBI. SI3bIK
T10 CpeMHE TUHUN. ATpO(DPUH IPyIHMHO-KITIOUNIHO-COCIIe-
BUIHON, TpanelneBUIHON 1 MBIIII] MSITKOTO HEOA HEe OT-
Meyajoch. Y 00JIbHOIM OoTMeuvasicsl TeTparape3 10 1 Ganna
B pyKax M Horax. ['Mmocre3nst KoXu Tella 0 YPOBHS KITIO-
yur. CyXOXWJIbHBIE pedIeKCchl ObTA YTHETECHBI OOJIBIIE
B BEPXHMX KOHEUHOCTAX. KoopauHaTOpHBIE TTPOOBI Olie-
HUTB OBIJIO HEBO3MOXKHO BBUIY HEBPOJIOTUIECKOTO Iehr-
1uTa. MeHMHreaabHOW CUMIITOMATUKKM He ObL10. [TaTono-
TMIECKUX CTOITHBIX 3HAKOB He OBbLIO. BBISBICHBI Ta30BHIC
HapyIIeHUs, KOTOPBIe TIPOSIBIISUINCH HemepxKaHueM aede-
KallMM U 3aIep>KKO MOUYEUCITyCKaHMSI.

IIpu noctyrmieHun OOJABHOW TakkKe ObLla BBIMOJ-
HeHa MYJIbTUCIMpaIbHas KOMITbIOTepHasT ToMorpadus
(MCKT) opraHoB rpyIHO# 1 OPIOITHOM TTOJIOCTH, 10 JaH-
HBIM KOTOPOI OBUIO BBISIBICHO MHOXKECTBEHHOE MeTa-
CTaTUYECKOE TMOopaxkeHUe JIETKUX (BCEro OKOJIOo 25 MeTa-
CTa30B), MaKCUMAaJbHBIM pazMepoM 10 26 MM (puc. 2).
KauHndyeckn oHM ceOsT HMKAK HE MNPOSBISIIM HU TIPU
cbope Kaynob y poauresieil pedéHka, HU TpU 00bEKTHUBHOM
OCMOTpe caMOit OOJIbHOI.

YuuTeIBasi BRIPaXKeHHOCTh KOMITPECCHUM CITMHHOTO MO3Ta
0OJIbHOM, B 3KCTPEHHOM ITOPSIAKE ObLIA BHITTOJTHEHA TIEKOM-
MIPECCUBHASI OTIePALIMS, 3aKITFOYAIOIIASICS B TAMUHIKTOMUH
oT C2 go C4 ¢ 9acTUYHOI pe3eKIreil SKCTpaaypaIbHOTO
MSITKOTKAHHOTO KOMITOHeHTa. [ToTHas pe3eKIns OImyXoan
ObLIa ITpHU3HAHA HEBO3MOXHOM M3-32 MAaKCUMAJIbHO BBICO-
KOI XMPYyprudecKoil ctamuu 3abojeBaHus (puc. 3, a), Ko-
TOpasi OTPEIe/IsUIaCh MHBa3MPOBAHUEM OITYXOJIbIO TIPAaBOM
ITO3BOHOYHOM apTepuM M KOPEIIKOB CIIMHHOMO3TOBBIX
HepBoB Ha ypoBHe C1—C3 ¢ IByX CTOPOH, OTHAJIEHHBIM
IMapaBepTeOpaIbHBIM PACIIPOCTPAHEHUEM OITYXOJIM W BhI-
COKMM PHCKOM HapacTaHUsI HEBPOJIOTUIECKOTO AcuIInTa
B CBSI3M C aHATOMO-TOIOTPa(MUECKUMHN OCOOCHHOCTSIMU
PACITOJIOKEHHUSI COCYINCTO-HEPBHBIX 00pa30BaHIIA HAa 3TOM
ypoBHE (cM. puc. 3, 6, 8). UHTpaomnepalilnoHHO OITyXOJIb OBbI-
JIa TIOTHODJIACTUYECKONM KOHCHUCTEHIIMM, MECTaMHM KOCT-
HOM IUTOTHOCTH, KOPUIHEBATO-PO30Bast, YMEPEHHO KPOBO-
cHaOXaeMasl, TZIOTHO MHBA3HUPYIOIast OKPYyKaIOIIe TKAaH!
U TPYOHOOTAEJISIeMast OT HUX.

B mocieonepallmOHHOM TIeprojie Y 00IbHOM OTMEUYCH
MIPAKTUYECKHU TTOTHBIN perpecc HeBPOJIOTMIEeCKOro nedu-
mmTa — 1o 4,5 6ajura B Horax u 4,5 6ajura B pykax, perpecc
Ta30BbIX HapymeHui. OcTraBajzach 00Jb B IICHHOM OTIC-
JIe TI03BOHOYHHMKA, HO TOpa3I0 MEeHbIIe MHTEHCUBHOCTH
(2—3 6aa o BU3yaIbHO-aHAJIOTOBOM IIIKAJIE).

BonpHas ObLTa mepeBeeHa B OTACIACHHUE OSTCKOM OH-
konoruu ®I'bBY «<HMUL AI'OU nm. Imutpus Poraue-
Ba», Tll¢ MHUIIMMPOBAHO MPOBEICHNE MYJIbTUMONAIBHOMN
XUMUOTEPAIINU 1 JIy4eBOI TepaIiiiu.

Tucmoaocuneckuii anaaus. OIyXoiab CEPO-KOPUIHEBOTO
LIBeTa, BJIACTUIHO-YIIPYTOil KOHCUCTCHIIMM C y4acTKaMH
KOCTHOI TIIoTHOCTHA. MparMeHTH KOCTHOM, COCOWHM-
TEJIbHOW 1 XWPOBOUW TKAHU C MEJTKOKPYTJIOKJIETOYHON UH-
duapTpanmeit. DMeMeHTHI ¢ TUTIEPXPOMHBIMU siIpaMu 0e3
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Puc. 2. MCKT n€rkux mammeHTK A.

CTpCJ’lKaMVI OTMEYEHBI MeTaCTaTUYECKME OYary B JIETKUX.

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

sipbiek. [TpoBeeHO MMMYHOTUCTOXMMUYECKOE MCCIIe-
noBaHue TkaHel omyxonu ¢ CD99, NKX2.2, Synaptophy-
sin, Chromogranin A, Myogenin, MyoD1, Desmin, CD3,
PAX-5, TdT. Kiterku uHduabTpara skcnpeccupyotr CD99,
NKX2.2. Mopdonornueckast KaptHa CIHO (puc. 4).

Oo0cyxnenne

CIO 6rb11a BriepBbIe onucaHa Kak aud@y3Hast sHI0Te-
nmoMa Koctu JIxeiimcom FHOunrom B 1921 r. XoTts u3Ha-
YaJIbHO CUMTAJIOCh, UTO 3Ta OMYXOJb UMEET IPUMUTHUBHOE
ME3eHXUMaJIbHOE TPOUCXOXICHUE, HETaBHUE MOJIEKY-
JISIpHBbIE, OMOJIOTMYECKME M HMMMYHOTHCTOXMMUYECKUE
HCClIeIOBaHUs TTOKa3aJikd, YTO Ha CaMOM Jiejie e€ Mpouc-
XoxaeHue HeitpanbHoe [1-3, 10, 17].

[To3BoHOUHAs JIOKaIU3alMs OIyXOJ1 HEe Bcerma JIerko
MHUATHOCTUPYETCS, T. K. TTALIMEHTHI YACTO MPEIbSBISIOT He-
crenuyeckre HayaJlbHbIe CUMIITOMBI, TaKUe KakK 00JIb
B CITMHE, MblIlIeYHass 00J1b win nuddysHas mapectesus,
YTO MOXKET 3aJepKaTh TMAarHOCTUKY. TOJbKO MpH MOSIBIIC-
HUU CepbE3HBIX HEBPOJIOTUYECKUX Ne(DUIIMTOB, BKIIIOUAS
CEHCOPHbIC U IBUTATEJbHbIC HAPYIIIEHUS, a TAKXKE HEBPO-
JIOTUYECKHU BBI3BAaHHYIO AUCHYHKIIMIO MOUYEBOTO IMY3bIPS
WM KUIIEYHUKA, TMOA03PEBalOT IATOJOTUI0 TTO3BOHOY-
Huka [4, 7, 8]. Dra 3agepkKa 4acTo MPOUCXOAUT B Teue-
HUE HECKOJbKUX HedeNlb Iocje TMOSIBICHUS HadyalbHbIX
cuMntoMoB. I1pu 3Tom 60s1ee 2/3 GONMbHBIX MPEABSIBIISIIOT
HEBPOJIOTMYECKHE KaJIoObl HA MOMEHT ITOCTAHOBKU JMar-
Ho3a. DTa Hecneuuduueckas CUMITOMATUKA MPUBOIUT
K CpEeIHEU MTMATHOCTUYECKOMU 3aMEPKKE IIUTEIbHOCTBIO
no 8—12 Hen. HekoTopble aBTOPBI COOOIIAIOT O CpeaHei
MHUaTHOCTUYECKOM 3amepXKe 5 MecC, MOCKOJIbKY Hayajlb-

HbIE CUMIITOMBI YaCTO TIPUTTHMCHIBAIOTCS] HE3HAYUTEIbHOM
TpaBMe WIH ApyruM 3a0osieBaHusIM [4—11].

ITpu aToM peakocts Jiokanuzauuu CIO B mieitHOM OT-
JieJie TIO3BOHOYHMKA MOXET MPUBECTU K 3alepXkKKe nuar-
HOCTMKU J10 T€X TMOp, MOKa OMyXOJb HEe JOCTUTHET MO3M-
Heil cTaguy M He CAABUT CIMHHON Mo3r. HavambHbIMU
CUMIITOMaMU MOTYT ObITb OOJIb B 1Ie€ U PaAUKYJIOMaTUs
(60s1b, MppaguuUpylollasi B pyKy WK HOTY). DTU CUMIITO-
MbI MOTYT OBICTPO MPOTPECCUPOBATH, COMTPOBOXKIASICH Cla-
OOCTbIO B KOHEUHOCTSIX, TUCPYHKIIMENH MOUEBOTO y3bIPs
WJIN KUIIIEYHUKA, pa3BUBAIOLIENCS B TEUEHUE HECKOIbKUX
JHel rocse Havyaia 3abosieBaHus. Bboicokasi cTeneHb Kiau-
HUYECKOU HACTOPOXKEHHOCTH UMEET pelliatolee 3HaueHue
st paHHein auarHoctuku CHO [3—8].

B Haiiem ciyyae nuarHo3 ObUT MOCTaBJIEH C OMO3JaHU -
€M MTPUMEPHO 6 MeC, BEPOSITHO, M3-3a HETUTTUYHOI MepBO-
HavyaJbHOUW KIMHUYECKOU KapTUHBI O0JIE3HU U OTCYTCTBUS
XapaKTePHBIX MPU3HAKOB Ha CTAaHAaPTHBIX PEHTIeHOTpaM-
Max, BBITTOJTHEHHBIX M3HAYAJIBHO.

OryXoJb YacTo MopakaeT 3aJHUE OTAEJIbl TO3BOHOUYHU -
Ka, B 70% ciydaeB pacIpoCTPaHssICh Ha Tejla IMO3BOHKOB.
B 30% cnyuyaeB nepBoHavYaIbHO MOPAXKAeTCsl TEJIO TTO3BOH-
Ka, a 3aTeM pacIpoOCTPaHSEeTCs Ha 3aJHUE OTAEJbl MO3BO-
HouHMKa. YacTo HabmoaaeTcst OOIIUPHbBIN MITKOTKAHHBIA
KOMITOHEHT, PaclpoCTpaHSIOUIUICS B CIIMHHOMO3TOBOM
KaHaJl U mapaBepTeOpaabHble MbIIIIBI. MeXXIT03BOHOUHbIE
OTBEPCTUSI CMOCOOCTBYIOT PACIpPOCTPAHEHUIO OITyXOJIu
B 9MUAYpaTbHOE U TTapaBepTeOpaIbHOE MPOCTPaHCTRA. DTa
MHBa3Usl OIMyXOJM MOXKET MPUBECTU K MOPaKEHUIO apTe-
pUii, pa3pbIBY AypajbHOIO MelIKa, CAABICHUIO CITUHHOTO
MO3ra U UHOWIbTpalMu HepBHBIX Kopekos [3—10, 17].
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HepBHbIe
Kopewxku C2

c3

Puc. 3. Cucrema Xupypruyeckoro CTaavupoBaHMSs OIyXoJiu 1ieitHoro mo3BoHka WBB (Weinstein, Boriani, Biagnini). Xupypruueckoe
cragrpoBaHue oryxosin C2 o3BoHKa U aHaTOMO-Tororpadguueckre 0coOeHHOCTH CTPOSHUS BEPXHE-1IEITHOT0 OT/Ie/1a TO3BOHOYHHUKA.

a — cXeMa XMpypruyeckoro cTaaupoBaHus omyxoJseit C2 mo3BoHKa; MOMEPEUHbIN pa3Mep OMyX0JIu MO3BOHKA OMUCBIBAETCS ¢ YUETOM 12 30H (MpoHyMe-
poBaHHBIX OT | 10 12 10 YacoBoii CTpesike) U 5 KOHIIeHTpudeckuX o€ B (A—F) — oT mapaBepTeOpaTbHBIX 9KCTPAOCCATLHBIX OTIEJIOB 10 TIOPAKCHMST
TBEPIOK MO3roBoii 000104KU. [Tpom0IbHBINM pa3Mep OMyXOJu OMPEAEssieTCs B COOTBETCTBUM C BOBJICUYEHHBIMU YPOBHSIMU. A — 3KCTPAaOCCAbHOE;
B — uHTpaoccanbHoe moBepxHocTHOEe; C — BHyTpHOccainbHOe; D — akcTpaoccanbHOe 3KCTpanypaibHoe; E — akcTpaoccanbHOe MHTPATypaTbHOE;
F — B oTBepcTHE MO3BOHOUHON apTepUH.

1 — 30Ha OCTHUCTOTO OTPOCTKaA CJIEBA, 2 — 30Ha JYyTU TTO3BOHKA CJIEBA, 3 — 30Ha TIOMEPEYHOTO OTPOCTKA CJIEBA, 4 — 30Ha CYCTaBHOW MOBEPXHOCTU
1 KaHajla HECPBHOI'O KOpELIKa CjeBa; 5 — 30Ha MO3BOHOYHOI apTepUn U HOKKHM IMO3BOHKaA CJICBA; 6 — 30Ha TeJia MO3BOHKA CcJieBa, 7 — 30Ha TeJa no-
3BOHKa CITpaBa, & — 30Ha MO3BOHOYHOI apTEpUM M HOXKHU ITO3BOHKA CITpaBa, 9 —30Ha CYCTaBHOU MOBEPXHOCTU M KaHAJIA HEPBHOTO KOPEIIKA CIIPaBa;
10 — 30Ha TIONMEPEYHOIro OTPOCTKA CITpaBa; 11— 30Ha JIyI'v ITO3BOHKaA CIipaBa; 12 — 30Ha OCTUCTOrO OTPOCTKa CIipaBa,

6 — aHaToMO-TonorpacduyecKoe B3auMOOTHOLIIEHNE HEPBHBIX KOPELIKOB U TTO3BOHOYHOI apTepuy B IIEHOM OTAE/e MO3BOHOYHUKA;
6 — aHATOMO-TOTIOTpahuuecKoe B3aUMOOTHOIIIEHUE COCYTUCTO-HEPBHBIX CILIETeHUIT Ha ypoBHe Tesr 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 BAsSeTCS MEPBBIM METOIOM
BU3yaJIU3allM, MPOBOAMMBIM MIpU OOJIM B 1lIee WIU Bep-
XHUX KOHEUHOCTsX. OgHako e€ 3(p(peKTUBHOCTb OrpaHU-
YyeHa, ocoOeHHO y neTeil. XOTsl peHTreHorpadusi MOXeT
BBISIBUTH TOPaXXeHUsI KOCTEW Y B3POCJbIX, OHA HE OYEHb
uHdopmatusHa nipu CHO [3, 5—9]. MPT saBnsercs npea-
MOYTUTEIbHBIM METOJOM BM3yaJIM3allMd TPU TMOAO03pe-
HUU Ha MOpaXeHue MO3BOHOYHUKA C HEBPOJIOTUYECKUMU
cumntToMamu. MPT noMoraet TOYHO OTNpeaeauTh pacipo-
CTpaHEHUE OIyXOJU B MO3BOHOYHOM KaHaje, BO3MOX-
HO€ pacrpoCTpaHEHUE Ha OKpYXKalolllue MSTKUE TKaHU
U €€ CBSI3b C OMuM3IeXalluMU KPOBEHOCHBIMU COCYJaMU.
Ha MPT onyxoJib A6MOHCTPUPYET HU3KYIO WU CPEIHIOI0
MHTEHCUBHOCTb cUrHaja Ha T1-B3BelleHHbIX U300paxe-
HUSX U CPEITHIOI WU BBICOKYI0 MHTEHCUBHOCTb CUTHAJIA
Ha T2-B3BelIEHHBIX W300pakeHUsIX. BHYTpUKaHaIbHBIN
MSITKOTKAHHBIA KOMITOHEHT OITyXOJM T[MO3BOHOYHMKA,
Kak TpaBWIO, XOPOIIO OYEepUYEH, UMEET OBaIbHYIO (hop-
My, I dy3HOe yCuaeHre CUrHaIa U IIUPOKOe TypaibHOe
npukpervieHue. B cocenHux mo3BoHKax HaOIogaeTCs Ae-
CTPYKLMSI KOCTHOW TKaHUW, MHOTJA COIMPOBOXKIAIONIASICS

KOJIJIATICOM ITO3BOHOYHMKA [2, 4, 11, 16, 18]. DT xapakre-
PUCTUKU COOTBETCTBYIOT HaIlleMy KJIMHIUYECKOMY CIIyJalo,
B KOTOPOM HaOJtoajaachk Ipeodiagaiomas MHTpagypaib-
Hasl SKCTpaMeayJUIsipHast Macca OBaJIbHOW (POPMBI C K-
POKUM IypajbHBIM IpUKperuieHneM. Bes aTa BU3yainbHast
nHMOpPMALIUS MMeeT pellarllee 3HAUeHUe ISl OIpee-
JIeHUsI HanboJjiee MOIXOASINE cTpaTteruu JedeHus. s
MMOATBEPXKICHUSI OTUAarHO3a, KaK MUHUMYM, HEOOXOINMO
MIPOBECTH MPULIETHLHYIO OMOTICUIO OITYXOJIH.

CumHTUTpadusT KOCTE SBISIETCS KITIOYEBBIM 3TaIllOM
CTaIVPOBAHUS JJISI NCKITIOUEHUS IPYTUX OYaroB OIYXOJIN
1 TIOCJIEAYIOIIETO HaOTIOACHMS ToCIIe JiedueHNsI. bojee yem
B 10% ciyyaeB HabMIOAAIOTCSI MHOXKECTBEHHbBIE MeTacTa-
3bl. Haubosiee yacto mopaxaroTcst JErkKue, KOCTU U KOCT-
HbIi MO3r. YacTora Metacta3os B jiérkue cocrasisier 80%,
3a HUMM CJIeIyloT MetacTtasbl B Koctu (40%), Torma kKak
MeTacTasbl B JIMM@aTUIECKHE Y3JIbl BCTPEUYAIOTCS PEIKO.
MertacTaTdecKre MopakeH!sI KOCTel 9acTo HallOMHMHAa-
10T MepBUYHOE TTopaxkeHne. B Halem cirydae OBLIO BBISIB-
JICHO MHOXECTBEHHOE METacTa3pOBaHUE OITyXOJIU B JIET-
kue [1, 2,9, 16, 17].
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Puc. 4. Mopdoaorndeckast KapTHHa OTMyXOJIH.

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

2 — UMMYHOrucroxummuueckoe uccienoBanue ¢ 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 ¢ nokanmza-
LIMel B IEHOM OTJIee TTO3BOHOYHMKA CIIEyeT TIPOBOIUTh
C TUTAHTOKJIETOYHOM OITyXOJIbIO, AaHEBPU3MATUIECKOI KOCT-
HOI KUCTOM, TMCTUOLIMTO30M U3 KJeToK JlaHrepraHca, re-
MaHTHOMOI TTO3BOHOYHUKA, XOPIOMOIA, 37I0KAYeCTBEHHO
JuM@omMoit, MeTacTaTUueCKO 3MOpUOHAIBLHON pabaoMuo-
CapKoMoIi, HelipobaacToMoi 1 MHMOEKIIMOHHBIMU MTOpaxKe-
HussMA. OCHOBHBIMI MeTomaMu nrarHocTrky CHO aBistoT-
cs1 MOP(MOJIOTMYECKUI aHATTN3 U UMMYHOTUCTOXUMUSI OITy-
xomu. Kietku CHO 06b19HO TIosIokuTebHBI K 6e1Ky CD99
npumepHo B 90% ciydaeB, mpeacTasisis coboil quddysHoe
MeMOpaHO3HOe OKpalBaHue. Ero oTpuiiaTe 1bHOCTh Mpe-
ToJiaraeT albTepPHATUBHBIN qruarHo3. OMHAKO TIOJTOXUTETb-
Hocth CD99 He sBisieTcs ciemudUIHOM, T. K. OHA MOXKET
HaOJIIOIaThCsl Y B APYTUX HEOOIBIIMX KPYTJIbIX CUHEKJIETOU -
HBIX OIYXOJISIX, B YaCTHOCTHU JIMM(DOOIACTHBIX JTUMMOMaXx.
MmmyHookpammBanue antutesiom kK NKX2.2 obecnieun-
BaeT JOTOJIHUTENIbHYIO TUAarHOCTUYECKYIO TIEHHOCTh. DTOT
MapkEép MMeeT BBICOKYIO 4yBcTBUTENbHOCTh (100%) mis
muarHoctk CHO, XoTs ero cnenu(@uaHOCTh YMEpeHHast
(84%). Auddy3Hoe 1 CUIbHOE MHTEHCUBHOE OKPAILIMBAHKE
Ha NKX2.2 yacto momoraet muddepenmmponats CIO ot eé
muToMopdoormueckKnx nmMutaTtopoB. KomomHamms CD99
u NKX2.2 ynyurraer cnetmduanocts (98%) mist BbIsIBIIC-
Hust CHO, XOTs 4yBCTBUTENIBHOCTh 3TUX MapKEPOB BMeECTe
Hike (80%) 1O CpaBHEHUIO C UCTIOIB30BAHUEM 3TUX Map-
KEPOB MO OTAEIBHOCTU. TaKXkKe MOTYT OBbITh MOJIOKUTETbHbI -
MM Takue Mapkepsl, Kak S100 u CD57 [1-3, 10, 14, 16].

Ha mosekyaapHOM YpOBHE 3TU OITyXOJU XapaKTepu-
3YIOTCSl HAJIMYMEM CHeln(PUIecKux TpaHCIOKAIMi, KO-
TOpPBIE CITYXXaT UCTUHHBIMU TEHETUYECKUMU MapKepaMu.
Bbutn BBISIBIIEHBI [IBE MPeOOafalolne TPaHCIAOKAIUU:
tpanciokaumst EWS-FLI1 t(11;22) (q24;q12), BrepBbie
omnucaHHas U OOHapyXeHHast B 88% cilyuaeB, U BapHaHT
tpanciokamnn EWS-ERG t(21;22)(q22;q12), Habmonae-
MBIl B MEHBIIIEM TIPOIICHTE CJTydaeB. XOTs TPAHCIOKAIIWS
EWS-FLI1 t(11;22)(q24;q12) mpucyTcTBYeT TPUMEPHO
B 88% ciydaeB U SIBIISIETCSI CUJTbHBIM TeHETUIECKUM Map-
kepoMm CIO, e€ oTcyTcTBUE HE UCKITIOYAeT AMarHo3. B Ha-
mem cirydae faHasie MCKT u MPT Hapsiny ¢ rucronoru-
YECKUM M UMMYHOTMCTOXUMUWYECKUM TTpouiieM, TTO3BO-
JIVIM YCTAHOBUTH JUArHO3 0€3 MOJIEKYJISIPHOTO aHaIu3a
[1,2, 16, 17].

Bapuanmut aeuenus. Tlonxon x neuenuto CHO mosBo-
HOYHWKA 3aBUCHUT OT HAJWYUS WIM OTCYTCTBUSI HEBPO-
JIOTUYECKOTO NeUIIMTa U OOLIEro COCTOSIHUS OOJBHOTO.
[Mpun HaTMIUM HEBPOJOTUYECKUX HAPYIIEHUH MOXET T0-
TpeboBaTbCAd OBICTPOE XUPYPTUUYECKOE BMEIIATEIbCTBO,
HaTpuMep, JAMUHIKTOMUS, JIJIST yCTPAHEHUST KOMITPECCUN
CIIMHHOTO MO3Ta U YJIYYIIIeHUST HEBPOJIOTUYECKUX (PYHK-
uuii. OgHAKO JIAMUHAKTOMMUST MOXKET IECTAOMIN3UPOBATh
TTO3BOHOYHUK W YBEJTMYMTH PUCK KOJIJIaTica TO3BOHKA. DTO
MPEJCTABISIET CEPbE3HYIO MPOOJIEMY Y AeTel, MOCKOJIbKY
TPaIUIIMOHHBIE METOIBI CTAOWIM3AIIMU TTO3BOHOYHMKA,
OCOOEHHO IIEWHOrO OTAENa, YacTO HE TMOAXOOAT IJIS UX
pacrtyiiero opranusma [1, 2, 16, 17].
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Xupypruueckoe nedeHre CHO ¢ okanm3amnueii omyxo-
JIV B MICHOM OT/EJIe IO3BOHOYHMKA TOJIKHO OBITh MHI-
BUIyaJbHBIM M YUYUTHIBATH BO3PACT, JOKAIU3AIIUIO W pa3-
Mep OIIYXOJIH, €€ PacIpOCTPaHEHHOCTD, HEBPOJIOTUIECKUI
nedunT, BApUaHTBI PEKOHCTPYKIIUU 1 OITBIT XUPYypra. Xu-
pPYpPTHUYECKOe BMEIIATeIbCTBO HAIIPABJICHO B MEPBYIO OUe-
penp Ha yMEHBIIEHHE OOBEMA OIYXONH, HEKOMIIPECCHUIO
CIIMHHOTO MO3Ta U TUCTOJIOTMYECKYIO MACHTU(PUKALIIIO
orryxoiu. OmHAKO ITPY CITMHATBHBIX (hOpMaX ITOJTHAST Pe3eK-
IIMST YaCTO HEBO3MOXKHA M3-3a BEICOKMUX (DYHKIIMOHATBHBIX
PUCKOB, 0COOEHHO ITPY MHBA3UM OITYXOJIU B TIO3BOHOUYHYIO
apTepuIo WM KOPEIIKM CITMHHOMO3TOBBIX HEPBOB. Tak,
HMCCeUCHNE eINHBIM OJIOKOM B O0JIACTHM 3aTBUIOYHO-IIIEi-
HOTO Tiepexona MPeacTaBIsieT COO0i Upe3BBIYATHO CIIOXK-
HYIO0 TEXHUYECKYIo 3amauy [1, 3, 5,9, 10, 16, 17]. A. Khatavi
M COABT. UCIIOJb30BAIM MOCJIE TTOJTHON Pe3eKIINY NHIUBH -
IyaJdbHO HamedJaTaHHoe Ha 3D-mpuHTepe caMoCTaOWIM-
3UpYyloleecs NCKYCCTBEHHOE TeJIO TTO3BOHKA IS JICUCHMS
neppuaHoit CYO, mopasusireii mo3BoHoK C2, y 12-1eTHETro
Manbumka [12]. OmHako JaHHBIE O AOJTOCPOUHOM ahdek-
TUBHOCTU TaKWX MMILIAHTATOB OTPaHWYCHBI, U B HaIlleM
ciayJae 3TO He OBUIO TOJIe3HBIM BapMaHTOM, IOCKOJb-
Ky TIpollemypa Oblla SKCTPEHHOM, a OITyXOJb OKpYyXala
W WHBa3MpoOBaja MpPaByIO ITO3BOHOUYHYIO apTepUI0, KOTO-
PYIO MBI HE XOTEJIN YIAJISITh.

A.N. Aggarwal 1 coaBT. coobiuau o ciayvyae y 11-mer-
Hell IeBOYKM C MUeEJIONaTUel M TOpakeHWEM IT03BOH-
ka C2 [3]. bonbHOIT ObUTa BBITIOJIHEHA TIEPETHSST IEKOM-
Tpeccus, a 3aTeM OKIUITUTOICPBUKAIBHBIN CITOHIMIIONE3
M3-3a 3HAYUTEJIEHOTO TTOPaXKeHUsI OIyXOJIbIo TKaHeit. [1a-
LIMEHTKA N3HAYAIbHO MOJIyYajia SMIIMPUIECKYIO IIPOTUBO-
TyOepKYIE3HYIO TepaItnio, KOTopas OblJla COOTBETCTBYIO-
1M 00pa3oM M3MEHEeHa Ha XUMUOTEPAIUIO TIOCNIEe TOTO,
Kak pe3yiabTaTel Omoricuu Beistun CHO.

Xupypruuaeckoe BMEIIATeILCTBO caMo T10 cebe He MO-
JKET TIOJTHOCTHIO M30aBUTh OT OITYXOJIM, PE3EKIIUS B IIpe-
nenax TIPUEMIIEMbBIX TPaHUIl aCCOLMHUPYETCS C JIYYIIUM
MECTHBIM KOHTPOJIEM M OOIIel BBDKMBAEMOCTBIO, XOTS
3TOT MOAXO. PEAKO MIPUMEHUM TP IISHHOM JIOKATU3alnn
omyxoimu. Kak m mepBHYHAsI omepalnsl, XMMUOTEPAITHs
WUTPacT PEIIaIOIyI0 POJIb B COXPAHEHNHN HEBPOJIOTUIECKIX
(GYHKIINI, ¥ UTpaeT XXMU3HEHHO BaXKHYIO POJIb B JOCTUXKE-
HUU TOJITOCPOYHOTO KOHTPOJISI U CHIDKCHUSI BEPOSTHO-
cth MeTtactasupoBaHusa. OOBIYHO HCIIONB3yeMasl cxXxema
XUMMOTEpAITUU BKIIIOYAeT BUHKPUCTUH, JAKTUHOMMUIIMH,
nukiaodochamun v nokcopyouuuH. HeoagbroBaHTHas
XUMMOTEPAITUS MOXKET MUCIIOJIb30BaThCA 1T YMEHBIIICHUS
pa3Mepa KpYITHBIX U HeollepabeIbHBIX OITyXOJIel, ycTpa-
HEHMSI MUKPOMETACcTa30B U OBICTPOTO YCTPAHEHUS SITH-
nypanbHOU Komiipeccuu [10, 14, 20—25]. D. Giakoumettis
M coaBT. coobumnu o ciaydae CHO, ucxongmeit n3 C2 no-
3BOHKA, y 3,5-JIeTHEel NeBOYKM 0e3 HeBPOJIOTMIECKIX Ha-
pYIIEHUI, M OHA ObIJIa YCITEITHO BbUIEUYEeHA TOJIBKO C ITPH-
MeHEHNEM XUMUoTeparnuu [4].

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

LIMU SKCIIPECCUU TEHOB M WHAYKUHMU (DEHOTUITMIECKUX
M3MEHEHMIT B OIMYXOJIEBBIX KJIETKAX. DTH OCJIKU CIUSTHUS
TaKKe CBSI3BIBAIOTCS C KOMILIEKCOM PEeMOACIMPOBAHMS
xpoMatnHa SWI/SNF, 4Tto mpuMBOOUT K TPaHCKPUITIIM-
OHHOI Hepery/siny, 3aTparnBalolieil TakKue ITyTH, Kak
curHanbHbI nyTh IGF-1 1 snureHeTnyeckoe Imepernpor-
paMMUpOBaHNE, KOTOPHIC ITOMOTAOT TTOIePKIBATh TIjIa-
CTUYHOCTh ME3¢HXMMAJIBHBIX CTBOJIOBBIX KJIETOK. MHTH-
OMpoBaHUE STUX OCIKOB CIUSHMS IIPEACTABISICT COOOI
MHOTOO00EIIAIOIINIT METO JIeueHUsI. [JOKITMHNIeCKIe UC-
cJIemOBaHUS BHISIBIIN 3()(EKTUBHOCTh MHTUOUTOPOB Ma-
JIBIX MoJieKya1 (HammpuMmep, YK-4-279) u crpareruit Ha oc-
HoBe SiRNA. M3yuyatoTcsi Takxke Apyrue MOJIEKYJsIpHbIe
MMIIICHH, YIACTBYIOIINE B KJICTOUHON aare3nu, MUTPaLlN
1 WHBa3uM, Takue Kak kuHa3el ROCKI1/2, E-kagrepun
1 MMP9. CouyeTaHne TapreTHBIX Teparnii MOXET ITOMOYb
MIPEON0JIETh MEXaHU3MbI PE3UCTEHTHOCTHU U TTIOBBICUTH 3(D-
(beKTUBHOCTD JICYCHHSI, OMHOBPEMEHHO CHIXKAsT €r0 TOK-
cnyHocTh [1, 16, 17, 21-24].

AxkcuanpHOe pacrioioxeHrne CHO SBIeTCS TUIOXUM
MMPOTHOCTUYECKUM (DaKTOpOM, HO KOMOMHUPOBAHHOE
MIPUMEHEHNE XUMMOTEpAITMd W JIy9eBON Teparuul yiayd-
IIAJIO OOIMWIA MPOTHO3 M BBIKMBACMOCTH 3a ITOCJICIHIE
IBa gecaTwieTns. Pazmep oImyxoju Ha MOMEHT ITOCTaHOB-
KU IWaTHO3a OCTAETCST BaXKHBIM ITPOTHOCTUUECKUM (PaKTO-
poM, IpUIEM 0oJice KPYITHBIC OITyXOJU aCCOLMUPYIOTCS
C XYAIIMM TIPOrHO30M. OTHAKO TeparneBTUICCKUE TOCTH-
JKEHUsI YMEHBIIWIN BIMSHUE 3TOro (hakTopa Ha OOIIyIo
BBDKMBAEMOCTb. Tak, IATWIETHSS BBDKMBAEMOCTb TIPHU
CIO 1ipu aieKkBaTHOM JieueHUH cocTabisieT okosno 60% [1].

IIpencraBneHHBII HaMU CIy4ail IIpUMedaTeJicH He
TOJIBKO IIEHHBIM PACIIOJIOXEHUEM OITyXOJU, HO WM HEeTH-
MMUIHBIM, BBOOSIIUM B 3a0JyXIeHUE ITepBOHAYAIBHBIM
MIPOSIBJICHUEM, 4YTO TIPUBEJIO K TO3THEW OUArHOCTUKE.
DTOT KIMHUYECKUI CIyJail omnpenessieT 3HaUMMOCTD ITO/I-
IepKaHWSI BBICOKOM CTETICHM HACTOPOXEHHOCTH Y IeTei
C XpOHMYECKOM aKCHMAJbHOU 0OJIbI0, MakKe MPY HAJIMINHU
M3HAYaJIbHO OOHANEXKMBAIOIINX PE3YIbTaTOB BU3yaIn3a-
uuu. [To cpaBHEHUIO C IPYTUMU OMYOJIMKOBAHHBIMU CIIy-
yagMM, B YacTHOCTH, onrcaHHbIM K. Shaker 1 coaBT., Hamr
cIyJait IeMOHCTPHUPYET PSI CXOACTB, B YaCTHOCTH, PEAKOE
pacmojioXXeHNe B 00JIaCTH IICHHOTO OTIesIa II03BOHOYHM -
Ka 1 HavaJbHOE 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 3a0oeBaHusA. B Hamrem cirydae
MeTacTa3bl B JIETKUX B MOMEHT ITOCTAHOBKY TUAaTHO3a yKa-
3BIBAIOT Ha 0oJice MO3OHIOI CTamMio 3a00JIeBaHUs, TOTIA
KaK B OITyOJMKOBaHHOM CJIydae BTOPUYHBIX ITOPaKeHMI
He HaOJII0JAJIOCh.

PaHHSsIS muarHOCTHKA ¥ CBOEBPEMEHHOE JICUCHHIE M-
10T pellarolnee 3HaUYeHWEe TSI COXpaHEHUS MM BOCCTa-
HOBJICHUSI HEBPOJOTMYECKMX (PYHKIIMIA. ATpeCCUBHBIN
MYJIBTUMOIAIBHBIN TOAXON K JICYCHUIO, BKITIOYAIOLINI
XUPYPTUYECKOE BMEIIATEIBCTBO, JYICBYIO M XMMUOTEpa-
ITMI0, MOXKET YIIYYIIUTh IIPOTHO3 Y TAKWX MTAIIUEeHTOB [1, 2,
10, 14, 16, 17, 26].
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3aKiouyeHue

IlepBuunbie ¢ CHO, mnopaxatomue C2 MNO3BOHOK,

BCTpPEYaOTCd KpaifHe peaKo. DTO UCKITIOUUTEIbHAsS JTIOKa-
JIU3alus 11 TaHHOM OTYXOJIU, TPEeICTaBISIONIas AUArHO-
CTUYECKHE TPYAHOCTU U3-3a HETUMUYHOW KIMHUYECKOU
KapTUHBI, PEHTTEHOJIOTMYECKOIN U TUCTOMATOIOTUYECKOM
CXOXECTU C IPYTUMU OMyXOJsMu. JIaHHBIA cilydail moa-
YEPKUBAET BBICOKYIO 3HAYMMOCTh MEXAUCHUTIIMHAPHOTO
noaxoaa Ijisi TOYHOW JUAarHOCTUKU W ONTUMAIbHOTO Jie-
yeHus1. boiyiee TOUHOE pacro3HaBaHUE ATUX PeaKUX (HopM
MOXET CITOCOOCTBOBAaTh PaHHEW NUATHOCTUKE W YyIy4-
IIEHUIO TIPOTHO3a U1l O0NbHBIX. ONTUMAIBHOE JIeUeHUE
0OBIYHO BKJTIOYAET B €051 aleKBATHOE PEHTTEHOBCKOE UC-
cinenoBanue (MCKT), Guoricuto oyara mopaxeHus st
UMMYHOTUCTONATOJIOTMYECKOTO MOATBEPXKICHUS AUATHO-
3a, IEKOMIIPECCUIO MPU HATMYUU OKA3aHU 1 TTOCIeoTe-
PALIMOHHYIO MYJBTUMOJATIbHYIO XUMUOTEPATIHUIO.
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Pesiome

lunepdocdarazun ¢ HapylIeHUEM MHTEIIEKTYaIbHOIO Pa3BUTHUS — KpaiiHe peiKue ayTOCOMHO-PELIeCCUBHbBIC 0OJIE3HI
oOMeHa BEUIeCTB U3 TPYIINbl HAPYIIEHUI TIMKO3UIMPOBAHUS, 00yCIOBICHHbIE TeeKToM OMOCUHTE3a IuKo3miIdocda-
TUAWIMHO3UTONA. [unepdochaTazuu xapakTepU3yIOTCs 3a0ePKKOI IICUXOMOTOPHOTO Pa3BUTHS, CyI0pOTaMu, Bapradeib-
HBIMU BPOXIEHHBIMU IMTOPOKAMU Pa3BUTUS U XapaKTePHbIM (heHOTUNIOM. OTIUYUTETIBHBIM CUMIITOMOM SIBJISIETCSI CTOMKOE
ITOBBIILIEHKE YPOBHsI IIeJI0uHOM (hocdaTasel. [IpencTaBieHo onMcaHie MaJbuiKa 8§ MECSLIEB C 3aIePKKOM IICUXOMOTOPHO-
IO Pa3BUTHS U MHOXECTBEHHBIMU BPOXIEHHBIMM aHOMAIMSIMU: 00JIe3HbIO [ MPIIIIPYHTa, ABYCTOPOHHUM OOCTPYKTUBHBIM
MeraypeTepoM C 3KTOIHE YCTheB MOUYETOUHUKOB, KPUTITOPXU3MOM. [Ipn ocMoTpe oTMeuanuch auddy3Hass MbIIIeuHas
MIIOTOHUSI, OpaxuTenedanaHIus M XapaKTepHBIA JULIEBOM (heHOTHI. MaKCUMaIbHOE IOBBILICHUE YPOBHS IIEJIOYHOMN
docdarazpl — 1900 En/n. AuddepeHmanbHblil ITMarHo3 MTPOBOAUICS C MUKPOLIMTOI€HETUYECKUMU CUHAPOMaMU, CUH-
npoMoM Mosata-Busbcona. 1o pesyibraraM CeKBEHUPOBAHUSI IIOJHOTO K30Ma C CErperalMOHHBIM aHAJIM30M B TeHE
PIGV (NM_017837.4) B TpaHC-MOJOXXEHUH BBISIBJICHBI paHee OMMCAaHHBII MaToreHHbIi BapuaHT ¢.1022C>A (p.Ala341Glu)
U paHee HeonmrcaHHbI BapuaHT ¢.103_110del (p.Asp35Cysfs*32). lnarnos: «'unepdocdarasus ¢ HapyleHreM UHTEIeK-
TYaJIbHOTO pa3BUTust, TUI 1». [TosydeHHbIe JaHHbIE O3BOJISIIOT PACIIUPUTD 3HAHKS O (DEHOTUIINYECKOM CIieKTpe 1 nudde-
PEHIMATBLHOM TMaTHOCTHKE TUIepdocdaTa3u, YTO TOMOTaeT YTOUHUTD TUATHO3 U OCYIIECTBUTH MTPOMUIAKTUKY ITOBTOP-
HOTI'O POXIEHMS OOJbHBIX IETE B CEMbE.

Kiiouessle cioBa: eunepgocghamasus, napywenue unmennekmyanvhoeo pazeumus, een PIGV, cunopom Maobpu, 6oae3us Tupwn-
PYHea, snunencus, weaouHas gocpamasa
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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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AKTyaJIbHOCTD

T'unepdocdarazum ¢ HapylieHUEM MHTEJIEKTyallb-
HOro pa3BuTus (cMHApoM Mabpu) — KpaliHe peakKue
ayTOCOMHO-PEIIeCCUBHEBIC HACJICACTBCHHBIC OOJIC3HU
oOMeHa BEIIeCTB, OTHOCSIINECS K TpyIle HapylIeHUI
MIMKO3WINpOBaHus. Beimensiior 6 Tummos runepgoc-
daTazun, IMEIOIMNX CXOOHBIC CUMIITOMBI, OTHAKO IIPHU
3TOM KIIMHUYECKHUE TIPOSIBJICHUSI MOTYT IITUPOKO BapbU-
poBaTh. s Bcex TUMOB XapakTepHa Tpuaga Maopu:
3a7epKKa IICUXOPEYEBOTO pa3BUTHUS ¢ (pOpMHUpPOBaAaHUEM
HapylIeHUST MHTEJIJICKTYaIbHOTO Pa3BUTHS, CYIOPOTH
U CTOMKOE MOBBIIIEHUE KOHIIEHTPALIUU HIET0YHOM (hoc-
datasel kpoBu [1]. IIpu 3TOM IJ OTAECIBHBIX THUITOB
runepdocdarasuii MOXHO BBIICIUTH CIIEIN(PUICCKIE
cumnTombl. Tak, aas 1-ro U 2-To TUIIOB XapaKTEpPHO
Halnyue crneur@uyeckoro JuieBoro deHoruna (ru-
MEePTETOPHU3M TJ1a3, IMUPOKOE TIEPEHOChe U KOHYMK HO-
ca, B3IepHYyTast BepXHss Ty0a, KpYITHBIC MOYKH YIIICH),
opaxutenedanaHrun (YyKOpoyeHUE JOUCTaJbHBIX a-
JIAHT TaJbIEB) C TUMOILIa3Meil HOTTel U MHOXKECTBEH-
HBIX BPOXIEHHBIX TTOPOKOB Pa3BUTHUSI, TAKMUX KaK aTpe-
3Usl aHyca, Oose3Hb ['wplunpyHra, pacuieidHa HeOa,
BPOXICHHBIN TUApPOHE(DPO3, Merayperep U ITy3bIpHO-
MOYCTOUYHUKOBEIN pedaiokc. Tum 4 compoBoXmaeTcs
BPOXKIEHHBIMU ITOPOKAMM Pa3BUTHUS TOJOBHOI'O MO3Ta:
rumnoruia3ueil yepBsi MO3XeukKa, aHOMaIusIMUA MO30JI1-
ctoro Tena [2]. 3aboneBaHne OOYCIIOBIIEHO MATOTECH-
HbIMU BapuaHTamu B reHax PIGV, PIGY, PIGO, PIGW,
PGAP2 v PGAP3.

B ocHoBe maroreHe3a MyJbTUCUCTEMHOTO ITOPAXKEHUS
npu Turepgocdarasn JIEXKUT HapylleHue OMOCHHTEe3a
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rukosundocharnnumuHosutona (F'OU) — craoxHo-
TO TJIMKOJIMIINAIA, KOTOPBI 3aKpeIuisseT MHOTUE OeIKHN
(B TOM 4yucie 1eJouHyo (ocdaTtady) Ha MOBEPXHOCTU
KineTku. buocuHtetnueckmuit nmyth ['@U ocyimecTBisi-
eTcsl MyTeM IOC/IeI0BaTeIbHOIO MPUCOEAUHEHUs caxa-
POB U APYTUX KOMIIOHEHTOB K (dochaTuaAUIMHO3ZUTOITY.
IIpu cunapome Mabpu nedexkt 'PU necrabuamsupyet
3aKperieHHble Ha MeMOpaHax Oeiaku. HeBo3MOXHOCTD
IeJ0YHOM  ¢pocaTra3pl MOMHOLICHHO MPUKPEIUTh-
¢ K MeMOpaHe TIPUBOAUT K CEKPEIMU €€ B KPOBOTOK
n tunepdocdarasnu. dedekr cuaresa U takke Ha-
pyIIacT COPTUPOBKY M TPAHCIIOPT IPYTUX MEeMOpPaHHBIX
0CIKOB BO MHOTHMX THUIAX KJIETOK, BKJIIOUass HEHMPOHHI,
B pe3yJbTaTe 4ero HapyllaeTcsl TpoIlecC OpraHoTeHesa,
u (HOPMUPYIOTCS BPOXICHHBIE TTOPOKM pa3BuTus. Ha-
KOTIJIEHWE HEeTPaBWJIBHO OTCOPTUPOBAHHBIX OEJIKOB WJIN
OTCYTCTBHE TIPAaBWIHHO 3aKPEIJICHHBIX OEJIKOB B MO3Te
MPUBOJIUT K HAPYLIEHUSIM UHTEJJIEKTYaJbHOTO Pa3BUTHUS
u cygoporam |[3].

Onucanre KIMHAYECKOTO CIydast

O nauyuenme

Manbunk P. B Bo3pacte 8 MecsleB BIEpBbie ObLIT
TOCIMUTAIM3UPOBAH B OTAeJeHUe OOIIei U IUIaHOBOM
xupyprun ®I'AY «HMMUWILI 310poBbsa aeteil» MuH3sapa-
Ba Poccuu c xamobaMu Ha 3amepxkKy MCHUXOMOTOPHO-
IO Pa3BUTHUSI U MHOXECTBEHHBIC BPOXKIEHHBIC MTOPOKU.
Manpunk oT TiepBoit 6epemeHHOCTH. [1o JAaHHBIM yJIbT-
pa3ByKOBOTO CKpMHMUHTa Ha 20-ii Hemene BBISIBICHBI
ruapoHedpo3 00erx IOoYeK, NBYCTOPOHHUI Meraype-
Tep. Pomel mepBele, Ha 40-if Hemenae, caMOCTOSTEIbHbBIC.
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Macca Tena mpu poxaenuu 3030 r, mirHaA Tema 52 cM,
olleHKa 1o 1Kaje Anrap 6/8 6aioB.

Anamnes 3aboneéanus. Tlpu poXIEHUU COCTOSIHUE
TSDKEJIOe 3a CUeT NbIXaTeJbHOW HEeIOCTaTOYHOCTH, pa3-
BUTUSI OCTpPO KMIIEeYHON HempoxoaumocTu. Ilepese-
JIeH B peaHMMAallMOHHOE OTAEJIEHUWE; Ha MPOTSXKEHUU
1 Mecslia HaxoAMJICSI Ha MCKYCCTBEHHOW BEHTUJISLIMU
JIETKUX, OTMEUYaJMCh TPAaH3UTOPHBIC TaXUITHOD. AyIHMO-
CKpUHMHT He npoiineH. C 1 Mecs1ia XU3HU OTMEYaInuch
xpoHuueckue 3aropbl. 1o pesynbrataM o0CIeIOBaHUS
BBISIBJICHBI MHOKECTBEHHBIC BPOKICHHBIC ITOPOKM pa3-
BUTHUS: Oosie3Hb [umpiimnpyHra, pekrocurmouaHast ¢hop-
Ma; TIPaBOCTOPOHHUU KPUNTOPXM3M; JIBYCTOPOHHUIA
OOCTPYKTUBHBIN MeraypeTep ¢ IKTOMHEeil YCTheB MO-
4yeTOoYHUKOB. IlcuxoMOTOpHOE pa3BUTHE C 3aAEP>KKOIL:
TOJIOBY He yIepXKWBaeT, ¢ 4 MecsleB MOBOpauYnBaETCs
Ha OOK, ¢ 6,5 MecsleB MepeBOpauMBaeTCsI Ha KUBOT,
B peuu — TyJIeHUe.

Pezyabmameot puzuraavrozo, 1abopamoprozo
U UHCIMPYMEHMAALHO20 UCCACO0BAHUS

IIpu ocMoTpe PU3NUUECKOE pa3BUTHE OYEHb HU3KOE,
rapmoHu4Hoe (pocrt-3,79 SD, MaccaTenak pocry-1,61 SD);

- i
i o/b
: f /
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3aepkka MOTOPHOTO pa3BUTUS (TOJIOBY HE JEpPXKWT,
TepeBopaynBaeTCsl, He CaauTCs, HE BCTAeT), 3aJepXkKa
TICUXOPEUEBOTO Pa3BUTHUS (IKCIIPECCUBHAsI peub Tpei-
CTaBJieHa BOKaJIU3aLUUSMU, TyJeHueM); auddy3Has Mbl-
IIeYyHasi TUIMTOTOHUS; MHOXECTBEHHbIE CTUTMBbI AU33MO-
puoreHe3a (0coOeHHOCTM (eHOTUIAa MalMeHTa Mpea-
CTaBJIeHbI Ha puc. 1).

B OuoxuMuyeckoM aHajlu3e KpPOBU OTMeEYaeTcCs I10-
BBIIIICHUE YPOBHS IeaoyHoil docdataser no 1791 En/n
npu HopMme 50—350 En/n (B aHaMHe3e MaKCcHMaJlbHOE
MMOBHIIIICHUE IIeJI0UHO# hocdaTaszer 1o 1900 En/m).

Vnbrpa3BykoBoe uccnenoBanue (Y3U) mouek: mpu-
3HaKM Meraypetepa ¢ AByx ctopoH (D>S). M36biTouHoe
3aITOJTHEHNE MOUYEBOTO TTy3bIPSI.

VY3W opraHoB MOUIOHKU: TPU3HAKUA KPUIITOPXU3MaA
crnpaBa (OproiHasi ¢hopma), KUCTbl CEMEHHOro KaHaTu-
Ka cjeBa.

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

Panee peOGeHOK OBbLT KOHCYJIbTUPOBAH TE€HETUKOM,
MPOBEACH PsIl TeHEeTUYECKUX McciaenoBaHuii. Mccaeno-
BaHue kapuoruia: 46,XY (HOpMaJabHBIIA MYKCKOi1).

TangeMHass Macc-CIIEKTPOMETPHUST KPOBH  (CHEKTP
alMJIKApHUTUHOB): HOpMA.

Puc. 1. ®eHoTunuyeckue 0COGEHHOCTH MallMeHTAa: JTUIeBbIe Tu3Mopbuu, Makpoledanus, 60JbII0NH POTHUYOK (3X3 cM), IUPO-
KM BBICTYTIAIOIINI 100, TUTIEPTEIOPU3M IJ1a3, SNMMKAHT, MOHTOJIOMIHBIN pa3pes I1a3, IIMPOKOe 3araBliee MepeHoche, IUPOKUE
CTMIMHKA ¥ KOHYMK HOCa, HU3KO0e TIPUKpPETUIeHNe KOJTyMeJUThl (KOJIyMeJia o TUITy ITapyca), MaKpOCTOMUSI, HaBUCAIOIIasT BEPXHSIsI
ryba, KpyrnHble NE€CHbI, MUKPOT€HMSI, HU3KOTIOCAKEHHbIE YIIIHbIE PAKOBUHBI C KPYMHBIMU TOPU30HTAIBHO-PACIIONO0KEHHBIMU
Moukamu (a). bpaxugakTuaust Kucteit u cror, OpaxurenaedanaHTus, TUMOIIA3Ms TUCTATbHBIX (halaHT MajblieB KUCTEU, IHUPO-
kue | manplbl KUCTei, TuIioruia3ust Horreir Ha IV u V manbuax mpasoit crormsl, I, IV u V manbuax jgeBoit cronsl (6, ¢). KoxxHbie
CBHUILIM C IBYX CTOPOH OKOJIO TOAMBIIIEYHBIX BIIAAWH, 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. DxckpertopHast yporpadus, O6okoBas (¢) W mpsiMas (6) MPOEKIIMHU: PEHTTeHOJIOTHYecKash KapTUHa ypeTepOoTUapo-
Hedpo3a crmpaBa CO CHIKEHUEM (QYHKIMN, MUET09KTa3uM CjieBa, He3apalleHUsl AYXKEK B MOSICHUYHO-KPECTIOBOM OTIese

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.

TlazoBast xpomarorpacdust MOYU: HecleurdUuueckue
M3MEeHEHMS (MMOBBIICHUE 3-THUAPOKCUCEOAIIMHOBON K1 C-
JIOTHI B 2 pa3a, CHIDKCHUE TIMKOJICBOI KMCIIOTHI).

CexBeHMpOBaHUE MaHeau TreHoB «HacneacTBeHHbIE
60JIe3HN 0OMEHAa»: TATOTeHHBIX BAPMAHTOB HE BBHISIBIIEHO.

Ilpedsapumeavnotii duaznos

Ha ocHOBaHMM KIMHWYECKOM KapTUHBI, BKIIIOYA-
JOIEH 3aIepsKKy pa3sBUTHS, BPOXKICHHEIC IMOPOKH pa3-
BUTHUSI MOYEITOJIOBOM CUCTEMBI, Ooyie3Hb [MpuInpyHra,
0COOEHHOCTHU JIUlIeBOro (beHoTUmna u OpaxuteiedanaH-
rUI0, a TaKXKe 3HAYMUTEJbHOE MOBBILIICHME YPOBHS Ile-
JIouHOI ocdaTa3sl KpoBH, Y pebOeHKa 3amomo3peHa
runepdocdaTtassgs ¢ HapylmIeHHEM WHTEUIEKTYaJIbHOTO
pa3BUTHSI.

JTHK-0uaznocmurxa

PeGeHKy TIpoBeeHO CeKBEHUPOBAaHME TTOJTHOTO 3K30-
ma (hg38): B rene PIGV (NM_017837.4) BbIsiBJIeH paHee
OMUCaHHBINA MAaTOTeHHBbII MUcceHc-BapuaHT ¢.1022C>A
(p.Ala341Glu; chrl:26795056C>A) B reTepO3UroTHOM
COCTOSIHMH, a TaKXKe paHee He OIMCAaHHBIN, BEPOSTHO
natoreHHbrit BapuaHT ¢.103 110del (p.Asp35Cysfs*32;
chrl:26794133 CCCAGATCA>C), npuBOISIINEI K CIBH-
TY paMKU CUUTBIBAHUSI.

ITatorenHsle BapuaHThl B TeHe PIGV omucaHbl y ma-
LIMEeHTOB ¢ runepdocdarasueii ¢ HapylIeHUEeM UHTEIeK-
TyajapHOro pasputus, Tun 1 (OMIM 239300), ¢ ayrocoM-

HO-PELIeCCUBHBIM TUIIOM HacjienoBaHus. BapuaHThl ObLIU
BaJIMIMPOBAHBl METOAOM CeKBEHMpOBaHUs 1o CaHrepy,
TIPOBEICH CEMEIHBIN CeTperalliOHHBIN aHAIN3: POIUTCIIN
SIBJISTIOTCST T€TEPO3UTOTHBIMKA HOCHUTENIIMU. TakuM obpa-
30M, BBISIBICHHBIC T€HETHMYECKNE BapHaHTHI PACITOJIOXKE-
HBI y TIpoOaHAa B TPAHCIIOJIOXKEHUH.

Jluaenos

I[IprHVMMasT BO BHUMaHWE JaHHBIC aHaMHe3a (TpeHa-
TaJIbHO BBISIBJICHHBIN BPOKIEHHBIN MTOPOK Pa3BUTHSI MO-
YEIoJIOBOM CUCTEMBI), KIMHUUECKOIM KapTUHBI (MHOXKECT-
BEHHBbIE€ BpOXIEHHbIE IOPOKU pa3BUTUSI: 00Je3Hb [ uplii-
TIpyHTa, MeTaypeTep C ABYX CTOPOH C SKTOIMEH YCThEB
MOYETOYHMKOB, KPUITOPXU3M, 3alep:KKa IICUXOMOTOP-
HOTO pa3BUTHSI, XapaKTePHbIE CTUTMBI IM33MOpUOreHe3a,
CHIKEHUE CIyxa), JabopaTOPHBIX METOAOB (TTOBBILLICHUE
ypOBHS 1ie09HOi hocdarassl o 1900 En/m), IHK-mm-
arHOCTHUKM (ITAaTOTCHHBIM M BEPOSITHO MMATOTEHHBIN Baph-
aHTbl B reHe PIGV B TpaHCHOJOXEHUU), PEOEHKY ycTa-
HOBJieH auarHo3: «lwumnepdocdarasus ¢ HapylleHUEM
MHTEeJUIeKTyalbHOro pasputus, tain 1 (OMIM 239300)
(cungpom Mabpu)».

Jluchghepenuuarvnas ouacnocmuxa

HuddepeHunanbHblii AUAarHo3 ciieayeT MpOBOAUTH
C MUKPOIIUTOTEHETUYECKUMU CUHAPOMAaMU (XapaKTEepHbI
3a/iepKKa TICUXOMOTOPHOTO M (hU3UUECKOTO Pa3BUTHUS,
MHOXECTBEHHBIE BPOXICHHBIC TTOPOKU U JIUIIEBHIE TU3-
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MopGhUM), a TAKXKe MOHOTEHHBIMU CUHAPOMAaMU C 3adepK-
KO TICMXOMOTOPHOTO pPa3BUTHS, TMOPOKAMM DPa3BUTHUS
JKEJIYTOYHO-KUIIIEYHOTO TpakKTa M MOYETIOJIOBOM CHUCTE-
MbI (B TOM 4uciie 00yie3HbI0 [MpIINpyHra), TAKUMU KakK
cunapom Mosata—BunbcoH, cunapom IInputieHa—
Tonbnbepra, cunapom BaapaeHOypra.

Jeuenue

Ha naHHBIil MOMEHT crieliprIecKoi Tepary He pa3-
pabotaHo. JleueHue cummnromaruuyeckoe. Jass HEKOTO-
pbIX TUIOB runepdocdarazuu (tunsl 2, 3 u 4) apdpex-
TUBHOCTD B JICUCHUU SITUJICTICUM MOKa3aHa MpU codeTa-
HUM 6a3MCHOU ITPOTUBOCYIOPOXKHOM TePAITMU M BBICOKIX
o3 nupunokcuHa (B6) u ¢onneBoii KuciaoTsr [4, 5].

Ilpoenos

B nutepatype mmeercss mHbOpMaLMs O MPOAOJIKM-
TEJBbHOCTHU XXU3HU MEPBBIX NMALIMEHTOB ¢ Tunepdocdara-
3ueit, koTopbix onucan Madpu B 1970 rony: o6a narueH-
Ta ObUIM XUBBI U HA MOMEHT HaIlMCaHUS CTaTbU MTOCTU-
IJIK Bo3pacTta 66 jieT 1 72 JIeT COOTBETCTBEHHO [6]. Bruto
YCTaHOBJIEHO, YTO CUMITOMBI 3a00JeBaHUsl CTaOUIN3U-
DPYIOTCSI ¢ TeUEHMEM BPEMEHMU, a TAKXKEe OTMEUYaeTCs CITOH-
TaHHAsT PEMUCCHUSI TIPUCTYIIOB BO B3POCIOM BO3pacTe.
OpmHako IBa IPYTHX IallieHTa, HaXOASICh Ha TIPOTUBOCY-
JIOPOXKHOU Tepanuu, yMepar BO BpeMsI TSXKEIbIX STUJICT -
TdecKux rpuctynos B 14 u 30 yer [6]. BBuay Beicokoii
KJIWHUYECKON TeTepOreHHOCTU OIMMCAHHBIX CITydaeB OJI-
HO3HAYHO CIIPOTHO3MPOBAaTh pa3BUTHE 3a00eBaHUS IS
HaIIIeTo MallMeHTa 3aTPYIHUTEIbHO. [10 maHHBIM THTEepa-
TYpPBI, TPOIOJKUTEIIBHOCTD JKU3HN MOXKET OBITh CHIKE-
Ha go 20—30 jet 3a cueT pa3BUTUSA pedpaKTepHON dMU-
JITICUH, a TaKXKe TSIKECTU CUMIITOMOB, OOYCIIOBJICHHBIX
BPOXIECHHBIMU ITOPOKAMU Pa3BUTHSI.

[Ipy TTIOBTOPHOM AETOPOXICHUM B CEMbE PUCK pas-
BUTHSI HACJICICTBEHHOM MATOJOTUM BBEICOKMI — OKOJIO
30% c yu€Tom ol1iernomnyssuruoHHoro pucka. I[Ipu rra-
HUPOBAHUU NAJIBHEHIIIETO NTeTOPOKICHMS B CEMbE PEKO-
MEHIOBaHBI IPUMEHEHNE BCITOMOTATEIBHBIX PEIPOIYK-
TUBHBIX TEXHOJIOTHI, a UMEHHO 3KCTPaKOPIOpaJbHOIO
OIUTOOOTBOPEHUSI C IIPEUMIUIAHTAIIMOHHBIM TEeHETHYC-
CKMM TeCTHMPOBAaHWEM, WJIM WHBA3WMBHAas IIpeHaTalbHast
MMArHOCTUKA MPU HACTYIUJIEHUU CaMOCTOSITeJIbHOU Oe-
PEMEHHOCTH.

Oo6cyxnenne

OnucanHbIi B Halleil paborte Tum runepdocdara-
3UH, OOYCIOBJICHHBIN MAaTOTeHHBLIMKM BapyUaHTaMU B Te-
He PIGV, aBnsieTcss OOHUM M3 CaMbIX YacThIX B TpyIINe
runiepdocdaTaznii ¢ HapylmieHUEM WHTEUIEKTYaIbHOTO
pasutus. [1pu JaHHOM THITe HanboJiee SPKO BhIPaKEHBI
deHoTUIMMYEeCKHEe OCOOEHHOCTU (XapaKTepHBIN Julle-
BOI (heHOTUN M OpaxuTesnedasaHTysI), 9aCTO OIMCHIBA-
JOTCSI MHOXXECTBEHHBIC BPOXICHHBIE MOPOKU Pa3BUTHUS
aHOpEKTaJIbHOM 00JIACTM U MOYEIOJIOBOI CUCTEMBI [7].
M3ommpoBaHHOE TIOBBIIICHNE YPOBHS IIEIOYHOM (hoc-

CASE REPORT

daraser 7o 1900 En/m (B 5,5 pa3a BbIllle HOPMEI) SIB-
JIsieTcsT  creu@uIeckuM OMOXMMUYECKUM MapKepoM
cuHapoMa Mabpu U MOXET ChITpaTh PELIAIONIYIO POJb
B IMarHOCTUYECKOM MOMUCKe. B cpeaHeM y malmeHTOB
¢ runepdocdaTtazueil KOHIEHTpalUs EJ0YHOU doc-
daTassl B 6 pa3 IpeBbIIaeT HOPMATUBHBIC ITOKa3aTelu
(ot 1,1 1o 17 HOpM), B peIKUX CIIydasix HAXOIUTCS B IIpe-
IeJlax HOpMaJbHBIX 3HAaUCHU, HO TIPX 3TOM OTMEUAarOTCS
JIPYrvue XapakTepHble CUMITOMBI 3a00jieBaHUsT (TUTIEp-
docdarazus, Tunsl 2 u 5) [2].

3akinoueHue

B npencraBieHHOM HAMU KJIMHUYECKOM Ciydyae JaHO
noapoOHOe OIMCaHMe PeIKOro HacjeICTBEHHOro 3abo-
JIeBaHUS 00OMeHa BelecTB — runepdocdarasuu ¢ Hapy-
LIeHWEeM UHTEJIJIEKTYalbHOTO pa3BuTus, TUI 1. [TomyyeH-
HbIe JTaHHbIE O KJIMHUYECKON KapTUHE, Ja0OpaTOPHBIX
1 WHCTPYMEHTAIBHBIX MCCIICIOBAHUSIX Y HAIEro ITallk-
€HTAa MO3BOJISTIOT PACIIMPUTh 3HAHUS O (DEHOTUTTUYECKOM
cniekTpe runepgocdarasuy U MOTAYEPKHYTh TPYAHOCTU
nuddepeHInaaIbHON TUAaTHOCTUKUA 3TOTO 3a00JieBaHUS.
JImarHocTKa peaKoro HacJIEACTBEHHOIO 3a00JIeBaHUS
METOJIOM BBICOKOMPOU3BOAUTEIbHOIO CEKBEHUPOBAHUS
C NajbHEWIIECH BaJvIALlME METOIOM CEKBEHUPOBAHUS
mo CoHTepy MO3BOJISIET YCTAHOBUTH ITHATHO3, CKOPPEK-
TUPOBATh TAKTUKY JI€USHUSI, YTOUHUTH TPOTHO3 U OCYIIIE-
CTBUTb TNMPOGUIAKTUKY ITOBTOPHBIX CIIy4aeB POXKICHUS
OOJILHBIX JETeH JIs1 KaxKI0i KOHKPETHOM CeMbHU.
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