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«AKTYAJIbHBIE MPOBJIEMbI NEAWATPUN» 28 ®EBPAJIA — 2 MAPTA 2025 FrOA . MOCKBA

NEWS OF PEDIATTRIC PHARMACOLOGY
375 EMAHAS APPROVED THE FIRST DRUG FOR PEOPLE WITH PRADER-WILLI SYNDROME
375 THE NEW DRUG FOR RSV PREVENTION
375 THENEW DRUG FOR HEREDITARY ANGIOEDEMA MANAGEMENT
376 FDA HAS APPROVED FIRST FCRN-BLOCKER FOR MYASTHENIA GRAVIS
IN MEMORY OF
377 INMEMORY OF FYODOR I. PETROVSKY (05.05.1974-09.06.2025)



O6palweHume K yutaTensam

YBa)KaeMmble KoJileru, joporue apy3sbsa!

MNepen BamMu Haw TPeTUM B aTOM rody Bbinyck «[leguatpuyeckon dapmakonorum». Homep BbIXOAUT
Toraa, Korga BeCb MPOrpeccuBHbIM MUp npas3aHyeT 80-netve Hawewn Benukon lNobeabl B cTpalHOM
\ v BOWVHe, yHeclien 6onee 20 MUITMOHOB U3HEN NIoAen BCeX HaLMOHaNbHOCTEN, MPOXKMBAIOLLMX HE OAHO

3 — fecsaATuneTne Ha O4HON TeppUTOPUN B MUpe U ApyrKbe. U KntoyeBoe cnoBo B aTon dppase — Mobega!l
7k Alo6eaa — oHa BeAb Obl1a HE TONIbKO Ha MNOAX CPaXKeHUN, ee NPUOBAUKANK Te, KTO, He XKanes cebs,
4 pa6oTan Ha TpyaoBOM GPOHTE, KTO LKA WWMHENU M BOAMA NOE3Aa, KTO BbIHOCUIT paHeHbIX ¢ Nosis 608, Ux
7 onepupoBasn U Bbixaxusasn, BO3BpaLLan B CTPON UK NOMOran BEPHYTbCA JOMOW. A elle Te, KTO BCe 3TU
1 TAXenble rofbl 3awWmilan 340poBbe AETEN CTPaHbI, KTO NpeaoTBpallan anMaemMmm HGeKLMn n nomoran
NPOKOPMUTb, BOCCTaHaBAMBa Nocie AUTENIbHOrO roNoAaHns U U34eBaTeNbCTB OKKYNaHTOB M BHyLLaAN
j Hajexay; Te, KTO MHOr4a CBOMM TeflOM MPUKPbIBaAN MajeHbKMX MauueHTOB M oThaBan UM nocinegHue
KPOXW CBOMX MaWKOB... M aa, 3TOT He3puMbIM NoABMI Bblal COBEPLLEH HALIMMKU AOPOTMMU Konneramm —

neavaTpamu U negMaTpuyecKMmn MeacecTpamu, caHuTapkamu u denbawepamu. BeyHas cnasa um!

A Mbl, CErOAHSWHNE, AOKHbI OblTb BCEr4a BEPHbI 3TOM NaMATU U HE UBMEHATb CBOEN Ntobumon Megmnatpuun. He nogaaBaTbCs
arpecCUBHON peKlame KaKMX-TO He MMeIoLMX AoKa3aTenbcTB 6e30nacHoCTM M aPPEKTUBHOCTM IEKAPCTB, HE MO3BONATL cebe
MCNoNb30BaTh yCTapeBLUME 3HAHUS UM HEOTPabOoTaHHble HAaBbIKKU, HE MPUYUHATL AeTIM HE060CHOBaHHOM 601, Ha3HaYas HEeHY K-
Hble aHanu3bl UK UHBbEKLMOHHbIE NpenapaTbl TaMm, F4e ecTb NepopasibHble aHanoru, U y4nTbCs, Y4UTbCS, YHUTbCS.

MMeHHO ans Toro, 4To6bl y Bac Bcerga 6bila camas nocnegHas nHbopmaums, Mbl NOArOTOBUIN B 3TOM HOMEPE CaMble CBEXMUE
MaTepuasnbl — MHOIO HOBbIX MHTEPECHbIX KIMHUYECKUX Cy4aeB YacTblX M PELKUX AEeTCKMX 6oNie3Hen, 0630pbl U OPUrMHaNbHbIE
cTtatbu. N aa, ecTb TakXKe cTaTbd NaMATU U3 UCTOPUU NejuaTpuu BOEHHOIO BPEMEHMU, a elle MaTepuast 0 TOM, YTO XU3Hb pebeHKa
HayMHaeTcsa 3a0Nro A0 ero poxaeHus. He nponyctuTe Takxe pesonioumio XXVI KoHrpecca 1 NO3ULMOHHBIN JOKYMEHT MO CAYXY.

[oporue Apy3bs, XU3Hb NPEKpPacHa 1 yauBuUTeNbHa, a NeanaTtpuyeckoe coobLecTBO — caMmoe KOHCOIMANPOBAHHOE U ApyHoe!
340p0Bbsi BCEM U NOBGOJbLIE NONOKUTENBHbLIX AMOLMI!

C yBaXkeHuem,

rnaBHbIA pefaKTop }XypHana, akagemuK PAH, npodeccop, 3acnyXeHHbli fesiTeNb Hayku PO,
3aBepyoulan Kapeapon pakynbTeTcKon neanaTtpum UHCTUTYTa MaTepUHCTBa U fleTCTBa
®rAoy BO PHUMY um. H.U. Muporosa Muusgpasa Poccuu (MuporoBcKuin YHUBEpCUTET),
pykoBoautenb. HUU neguaTtpun u oxpaHbl 340p0OBbS feTEN

HKL, N22 ®IrBHY «PHLUX um. akaa. b6.B. MeTpoBcKoro»,

coBeTHUK BO3, uneH 6iopo Ucnonkoma MexxayHapoaHOW NneguMaTpUY4ECKON accoluaLmu,
nacTt-npe3ugeHT EBponelickoit neguarpuyeckoi accoumnauuu (EPA/UNEPSA),

noyeTtHbl npodeccop YHuBepcuteta ®opxa (Utanua),

NoYyeTHbIN YieH neguatpuyecKkoro ¢pakynbteta KoponeBcKoro Konnegxa repanestoB UpnaHgumn
Jletina CeiimypoBHa Hama3oBa-bapaHoBa

PEDIATRIC PHARMACOLOGY. 2025;22(3)
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Dear colleagues and friends!

Here is our third issue of “Pediatric Pharmacology” for this year. It releases when the entire progressive world celebrates
the 80th anniversary of our great Victory in terrible war that claimed more than 20 million lives of people of all nationalities
living for decades in peace and friendship on one territory. The key word in this phrase is Victory!

The Victory, after all, was not achieved only on the battlefields, it was brought closer by those who has worked on the
labor front, who has sewed coats and drove trains, who has carried the wounded from the battlefield, operated and nursed
them, returned them to duty or helped them to return home with no mercy for themselves. Moreover, those who has saved
our children health at these difficult years, who has prevented epidemics of infectious diseases and helped to feed, restore
after long starvation and bullying from invaders, who gas inspired hope, those who sometimes covered small patients with
their bodies and gave them the last crumbs of their rations... Sure, this is invisible deed that was accomplished by our dear
colleagues — pediatricians, pediatric nurses and paramedics. Eternal glory to all of them!

And today we must always remain faithful to this memory and not cheat our beloved Pediatrics. We must not give in to
aggressive drugs advertising that do not have any safety and efficacy evidence, must not allow ourselves to use outdated
knowledge or unproven skills, not cause unreasonable pain to our children via prescribing unnecessary tests or injections
where there are oral analogues, and, for sure, we must learn, learn, and learn.

Thus, we have prepared the newest materials in this issue to give you the latest information — many new interesting
clinical cases of frequent and rare childhood diseases, reviews, and original articles. Moreover, there is also one article in
memory of pediatrics during the war, as well as material stating that child’s life starts long before his birth. Do not miss the
resolution of the XXVI Congress and the position paper on hearing.

Dear friends, life is beautiful and amazing, and pediatric community is the most consolidated and friendly! We wish you
all health and more positive emotions!

NEANWATPUYECKAA ®APMAKOJIOIUA / 2025 / TOM 22 / N2 3

Sincerely,

Editor-in-Chief, Member of the RAS, Professor, Honoured Scientist of the Russian Federation,

Head of the Department of Faculty Pediatrics at the Institute of Maternity and Childhood

of Pirogov Russian National Research Medical University, Head of Pediatrics and Child Health Research
Institute in Petrovsky National Research Centre of Surgery,

WHO consultant, Member of the International Pediatric Association (IPA) Standing Committee Board,
the Past-President of the European Paediatric Association (EPA/UNEPSA),

Honorary professor of University of Foggia (Italy),

Honorary member of pediatric department of Royal College of Physicians of Ireland

Leyla Namazova-Baranova
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U3 uctopum neguatpum

https://doi.org/10.15690/pf.v22i3.2866 M) Check for updates

C.A. Wep, B.10. Anb6uLKHI

HWUW negnatpum 1 oxpaHbl 3qopoBbs ageter HKL N22 ®IBHY «PHUX nm. akaa. b.B. MNeTpoBCcKoro»,
MockBa, Poccuiickas ®enepauus

NMpo6semMbl eTCKOro nMTaHUuea U mepbl
O00pbLObLI C HUMU B robl Bennkou
OTteyecTBE€HHOU BOMHDbI (1941-1945 rr.)
(k 80-netuio NobGeabl B Bennkoun
OTeyecTBEHHOU BOMUHE)

ABTOp, OTBETCTBEHHbI! 32 NEPENUCKY:

Lllep Crenna AbesbeBHa, JOKTOP MEAULIMHCKUX HaYK, MaBHbI Hay4HbIA COTPYAHWK OTAENa COLManbHON NeamMaTpum U opraHn3aLmu
MYAbTUAMCLUMNIMHAPHOTO conpoBoXaeHUs aeteit HUW neguatpum 1 oxpaHbl 340poBbs aetent HKL N22 ®IEHY «PHLUX um. akag. b.B. MeTpoBckoro»
MwuHo6pHaykn Poccun

Appec: 119333, MockBa, yn. dotueBor, a. 10, cTp. 1; Ten.: +7 (915) 438-69-14; e-mail: anastel@mail.ru

B cTatbe npeacTaB/ieHbl Pe3y/bTaTbl UICTOPUKO-MEAMLIMHCKOrO MCCAEA0BaHMS, OTpaKatolme npobaemMsl JETCKOro NUTaHus
B roabl Bennkoin OtevyectBeHHOM BOVHbI 1941-1945 rr. Llesb uccnegoBaHusi — rpoBeCTH 00bEKTUBHBIN aHaIn3 CUTyaLuu,
CBSI3aHHOM C JEPULMTOM MPOAYKTOB AETCKOI0 MUTaHUS B TSXKEEMLUMI NEePUOS MCTOPUU HaLLEN CTPaHbI, M AaTb HENPEAB3ATYIO
OLIEHKY MPOBEAEHHbIX rOCyAapPCTBEHHbIX MEP MO PELIEHNIO BO3HMKLLIMX NPO6AEM. AHAIN3 apXUBHbBIX U IMTEPATYPHbIX MCTOY-
HMKOB CBUMAETE/IbCTBYET O TOM, 4TO 06ecrneyeHme 4eTeH NMTaHMeM B rofbl BOVHbI SIB/ISIJIOCh OAHOM M3 caMblX TPYAHbIX 3a4a4
epBOCTENEHHON Ba)XHOCTU. JINLIEHHbIE XN3HEHHO Ba)HbIX MUTATE/IbHbIX BELECTB M BUTAMMHOB, rapaHTUPYIOLMX HOP-
MaJlbHbl€ NPOLeCcChl POCTa U Pa3BUTHS, AETU BOKHbI CTPaAa N rMnoTpopuen, aBuTaMmMHO30M, PaXMTOM, Y HUX Ha6/04aancCh
3alep)Ka GU3NYEeCKoro 1 NCUXOMOTOPHOro Pa3BUTUS, CHUIKEHNE PEaKTUBHOCTM opraHm3ma. HecmMoTps Ha Yype3BblyaiiHble
06CTOATE/ILCTBA, Obl/1 OCYLECTBEH KOMIMJIEKC rOCyAapCTBEHHbIX Mep Mo obecrnedyeHnto NnoTpebHOCTU AETCKOro opraHm3ma
HeobXoAUMbIMU U3HEHHO Ba)KHbIMU NMUTATE/IbHbIMU BELLIECTBaAMU U BUTaMmuHaMu. OJHaKo B psiae TepprUToOPUi UMeIn MecTo
TPYAHOCTU OGBLEKTMBHOIO M OPraHM3aliMOHHOrO XapaKTepa CO CHabXeHueM AETeH NpoAyKTamu nutaHus. [as cnacexus
JKM3HUW AeTel paHHero Bo3pacTa, UX HOPMasibHOro pU3N4ECKOro 1 NCUXOMOTOPHOro Pa3BUTUS, CHMKEHUS 3a60/1eBaeMOCTU
M CMEPTHOCTH Y4€HbIE MPOBOANIN UCCIEA0BAHUS C LIEJIbIO M0YYEHMUS] allbTEPHATMBHbIX MCTOYHUKOB MUTaHMs, 60ratbiX nNpo-
TEMHaMM, XKupamu, yrnesogamu M BUTaMUHamu, 3aMelLarlUmnx 4ePULUNTHbBIE BO BPEMS BOWHbI MPOAYKTbl JETCKOro MUTaHUS.
Knro4eBbie cnoBa: Bennkas OteyectBeHHas BoriHa 1941-1945 rr., getckoe nutaHue, alMMeHTapHas rurnotTpopus, paxmr,
rMnoBUTamMmMHO3

Ana untupoBanums: Lep C.A., Anb6uukmi B.KO. MNMpo6nembl 4ETCKOro NuTaHusa M mepbl 60pbbbl C HUMK B roabl Benvkon
OTeyecTBEHHOM BOWHbI (1941-1945 rr.) (k 80-netuto Mobeabl B Bennkon OTeyecTtBeHHOM BOWHE). [legnatpuyecKkas ¢ap-
makronoruns. 2025;22(3):278-284. doi: https://doi.org/10.15690/pf.v22i3.2866

Stella A. Sher, Valery Yu. Albitskiy

Research Institute of Pediatrics and Children’s Health in Petrovsky National Research Centre of Surgery,
Moscow, Russian Federation

Child Nutrition Problems and Measures of the Struggle
During the Great Patriotic War (1941-1945)
(to the 80 Years of Victory in the Great Patriotic War)

The article presents the results of a historical and medical study reflecting the problems of child food during the Great Patriotic War
of 1941-1945. The purpose of the study is to conduct an objective analysis of the situation related to the shortage of child food in
the most difficult period of the history of our country and give an impartial assessment of the state measures taken to solve the
problems that have arisen. An analysis of archival and literary sources indicates that providing children with food during the war was
one of the most difficult tasks of high-priority importance. Deprived of vital nutrients and vitamins that guarantee normal growth and
development processes, children of war suffered from hypotrophy, hypovitaminosis, rickets, they had a physical and psychomotor
retardation, a decrease of the body resistance. Despite the extraordinary circumstances, a set of state measures was implemented
to ensure the need of the child’s body for the necessary vital nutrients and vitamins. However, some territories had difficulties of an
objective and organizational nature with the supply of food to children. To save the lives of young children, their normal physical and
psychomotor development, reduce morbidity and mortality, scientists conducted research in order to obtain alternative food sources
rich in proteins, fats, carbohydrates and vitamins that replace children’s foods that were scarce during the war.

Keywords: Great Patriotic War 1941-1945, child food, alimentary hypotrophy, rickets, hypovitaminosis
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BBEAEHME

80 net otgensieT Hac oT [Mo6eabl COBETCKOro Hapoaa
B Benukon OTevyecTtBeHHOW BoWMHe. C KaXAblM rogom Bce
MEHbLLUE W MeHblle He TOJIbKO YY4aCTHWKOB TOW YKECTOKOM
N KPOBOMPOSIMTHOM BOMHbI, HO U AeTeN, CTaBLUNX €€ HEBOJb-
HbIMW CBUAETENAMWU W KepTBaMW. Bcem nocneayowmm
NOKONIEHNSAM cneayeT MOMHUTb, KaKoM LEeHOW aanacb Ta
BenKasa nobeaa, KOTOPY KOBanM He TONbKO GDPOHTOBUKM,
HO TPYXEHUKM Tbina. OrpoMHyto paboTy NO CNaceHmto XU3HK
1 300POBbS MoJpacTatoLLero NoKoneHusa npoaenanu paéot-
HWKW 1IETCKOr0o 3paBOOXPaHEHNS U y4yeHble-neanaTpbl.

Llenb uccnepoBaHus

[MpoBeCTU O0O6BLEKTUBHBLIM aHan3 cUTyalun, CBA3aHHOM
¢ AedMLUMTOM NPOYKTOB AETCKOro NUTaHUs B roabl Bennkon
OTevyecTBEHHOM BOMHbI, Nary6bHoO MOBMMABLUIMM Ha COCTOSI-
HWEe 3[10pOBbSA AeTel, U AaTb HeNpPeaB3ATYIO OLIEHKY Mpu-
HATbIX FTOCYAAPCTBEHHBLIMU CTPYKTYypaMun mep, Heo6X0ANMbIX
ans obecneyeHns NOTPE6GHOCTHN AETCKOro opraHn3ma B n3-
HEHHO BaKHbIX MUTATENbHbIX BELECTBAXx.

MATEPUAJIbI U METOAbI

ABTOpbI Ny6AMKaumMmM NpoBeNn UCTOPUKO-MeanLMHCKoe
ncenenoBaHue, OCHOBaHHOE Ha M3YYeHUU NPaBUTENIbCTBEH-
HbIX MPWUKA30B W MOCTAHOBMEHWN, [AOKNaAHbIX 3aMucoK,
CNpaBOK W APYrnx AOKYMEHTOB [0OCyAapCTBEHHOro apxuBa
Poccuiickon depepaumn (FTAPD), HayyHbIX TPYAOB YHYEHbIX-
neauaTpoB M OPraHM3aToOpPOB AETCKOro 3[paBOOXPaHeEHMS,
paboTaBLWKUX B rofbl BOMHbI, @ TaKKe nybsnKauum nocTco-
BETCKOro nepuoaa.

PE3YJIbTATbl U OBCYXXAEHMUE

PesynbTaThbl aHann3a uccneaoBaHHbIX JOKYMEHTOB CBU-
NeTeNnbCTBYOT O TOM, 4YTO OAHOM U3 caMblX TPYAHbIX 3ajad
nepBOCTENEHHON BAXKHOCTW B rofibl BOWHbI ABNSNOCL 06€e-
cneyeHve aeter NUTaHMeM. JIMLEHHbIE OCHOBHbIX M W3-
HEHHO BaKHbIX MUTATE/NbHbIX BELWECTB U BUTAMUHOB, rapaH-
TUPYIOLWMX HOPMabHble NPOLECChl POCTa U Pa3BUTUSA, [ETH
BOMHbI CTpaganu runotpoduen, paxmtom, aBUTaMMHO3aMU,
oTcTaBanu B pU3MYECKOM pa3BuTum [1].

Hanbonee 6eaCTBEHHOE MOJIOKEHUE C MUTAHMEM OblSI0
B 6/10KagHOM JleHunHrpage. BorHa 1 6n1oKkaga cnocobCTBO-
Ba/iv BO3HWKHOBEHWIO TUNOTPOGUIA Yy OGOMbLIOFO Yucna
NIEHWHIPaACKKX AeTen paHHero Bo3pacTta. OCHOBHOM NpUYK-
HOM AncTpodUn B nepunoa 6noKaabl ABASIOCH KOIMYECTBEH-
HO M Ka4YeCTBEHHO HeMosIHOLEHHOEe NuTaHue. B pesynstate
KaTacTpodUYEeCKOro yxyalweHns cutyauum co cHabKeHneMm
NpoAyKTamu NUTaHus, 3Ha4YnTenbHoro 6enkoBoro ageduuunTa
cpean OeTen u B3POCAbIX KuUTenewn ropoaa 3vmon 1941-
1942 rr. 3Ha4YMTENbHO pPacnpocTpaHuiach annMMeHTapHas
anctpoodus, Ha GoHe KOTOPOM YacTo pa3BMBaNUCb MHEB-
MOHWS, AN3EHTEPUA U Apyrve 3aboneBaHus. bonblWMHCTBO
TaKMX NauWeHTOB MNOCTynanuM B FOPOJCKME CcTalMOoHapbl
B KpalHe TAXenoM COCTOSIHUWM WM YyMUpanu B NepBble CyT-
Kn [2].

3aBeaywowmn Kadeapon rocnuTanbHOM neaMaTpuu
JleHWHrpaAcKoro neanaTpmyeckoro MeamLMHCKOro MHCTU-
TyTa (JINMWU) npodeccop A.P. Typ Ha NPOTSKEHUU BCex
900 gHen 6GnoKaabl He npekpauian 3aHUmMaTbCs NpPaKTU-
4YEeCKOM W Hay4HOM [eATeNbHOCTbID MO CMAaCEHWUIO CBOMX
MafieHbKUX naumeHToB. OH NOAYEPKMBAI, YTO B pe3ynbrate
HegocTaTKa NPOAYKTOB MUTaHUSA yxKe B CeHTA6pe-oKTabpe
1941 r. peTcKkue yypexaeHus Oblin BbliHYXK/AEHbI FOTOBUTb
KayeCTBEHHO HEMOJIHOLIEHHYIO NuLy. B HosGpe aeTam aaBa-
M OKWOKME Kallnu U KWUCEeNWu, nevyeHbe WM CYyXapuKu cTanu
3aMeHATb x1e6oM, BMECTO caxapa nosy4vyanu CoeBble KOH-
deTbl, YMEHbLWIN KOIMYECTBO OBOLLEN, a B AeKkabpe ux

COBCEM He cTano. Micyesnu MmaHHas Kpyna, puc, B OCHOBHOM
roTOBWAN OBCSIHKY. CO BTOPOM NOJSIOBMHbI AEKAGPS B paLmMo-
HE OCTa/IMCb TOJIbKO YEPHbIN X1e6 O4EHb HU3KOIO KayecTBa
1 xNnebHble 3aneKkaHkn. 1 aHBapsa 1942 r. ety B NoC/NeaHnmn
pas nosy4yunn OBOLLHOE Miope, 3a Mecsl, b TpU pasa
nogasancsa 6opuw, U oaguMH pas — WM. MeHl CTaHOBUIOCH
Bce 605ee ogHOOOpa3HbIM, Npeobnaganu MyyHas paHas
Kalla u 4yepHbin x1eb. B ToT nepuog oetm ctapwe 1 roga
NoYTM He Monyvyann KOPOBbLErO MOJSIOKA, KOTOPOE 3aMEHU-
¥ Ha coeBoe, Kalla rotoBunacb Ha BOAE, KalopUMHOCTb
noBblllanacb HeGonbWKUM AOGaBAEHMEM Macna UM caxapa.
CTONb HanpsaMeHHbIM MONOXEeHUe ¢ NMMTaHMEM OCTaBanoChb
n B peBpane. HatypanbHoe MOJIOKO OTMyCKaNoCb B SIBHO
Hel0CTaTOYHOM KOJIMYECTBE, CryLIEHHOE WM CYXO€e MOJO-
KO W10 Ha MPUroToBfIEHWE MOJIOYHbIX CMecen Ans aeTen
nepBbIX MecaueB ¥13HU. C MapTa CHabXeHue ele 6onee
yXyawunocb. He xBaTano He TONbKO CBEXEro KOPOBbErO
MOJIOKa, 3aMEHEHHOIo Ha COEBOE M CONOAOBOE, HO U [ET-
CKMX KOHCEPBOB. PbIGUI KNP NoCcTynan B HE3HAYUTENbHbIX
KofinyecTtBax U ¢ 6onblinmn nepebosimu [3]. BmecTe ¢ Tem,
B TEYEHWE BCEr0 TAXKENOro nepuoaa AeTU PEryaspHoO nony-
Yanu BMTAMUHHbIE COKM, 3aroTOB/IEHHbIE IETOM U OCEHbIO
Cunamu COTPYAHWMKOB MHCTWUTYTa. TakMm 06pa3oM, HECMO-
TPS Ha TO, YTO MONIHOCTbIO NOTPEBHOCTb AeTEN B BUTAMUHAX
He MOoKpbIBanacb, UCK/OYasacb BO3MOXKHOCTb MX MOSTHOIO
BUTAMWHHOIO ronogaHus» [3].

CnepoBano y4yuTbiBaTb W TOT HeraTMBHbIM  aKT,
4YTO JIEHWMHIpaACKMe geTn B nepwmoa 6nokagbl B 1941-
1942 rr. B o6WEN CIOXKHOCTM B TeyeHue 6onee 6 mec
Haxoaunncb B 6oMboybexuLLax, rae TemnepaTtypa Bo3ayxa
nogaepxuBanach He Bbiwe 12-15 °C. B nnoxo npoBeTpu-
BaeMOM MOMELLEHUN C NMOBbILEHHON BNAXHOCTbIO NMPUTOY-
HO-BbITSXKHAs BEHTUASLMA QYHKLIMOHMPOBAaNa HeperynspHo
M3-3a 4acTbIX M AUTENbHbBIX NEPeboeB B Nojave 3/IeKTpuYe-
CcTBa, He OYHKUMOHMPOBAa BOAOMNPOBO/, HYacTO OTCYTCTBO-
Bana Tennas Boja, He 6bli10 OTAENbHOM TyaneTHON KOMHaTbI
N MaHEeXHOW NnnowajKku. B Takux ABHO He6MaronpuaTHbIX
YCNOBUSAX He OblN0 BO3MOXHOCTM 06/y4yaTb AeTen PTYTHO-
KBapueBow namnon [3].

Mo paHHbIM A.®. Typa, NEHUHIPAACKKX AEeTen C TMNOTPO-
dGUAMM MOXKHO 6blI0 pa3fenuTb Ha Tpu rpynnbl. NepsByto
COCTaBNANM [E€TU, MaTepu KOTOPbIX ronojann BO Bpems
6epeMEHHOCTM B CaMbii pas3rap 610Kabl, YTO NMPUBOAMIIO
K BHYTPUYTPOGHOM AMCTpOodMM Nnoda, HeAoHalMBaAHWUIO,
K paHHEMy yracaHuwio NakTauuu y KOPMSLMX U HEMOMHO-
LleHHOMY cOCTaBy rpyaHoro Mosioka. CnegosaTtesibHO, rofo-
JlaHWe HayMHaNoCb aHTeHaTanbHO W MPOJOIKaNoCh nocne
poxaeHus. Y OaHHOM rpynnbl AeTEW anumMeHTapHas auc-
Tpodua covyeTanacb C BbIParKEHHbIMU ABNEHUAMMU MONUIU-
NOBMTAaMWHO3a WM TPYAHO NoadaBanacb NIEYEHUI0 — Aaxe
Nnpu CUCTEMATUYECKOM NMPUMEHEHUW CTUMYNUPYIOLLEN Tepa-
nMnu. 3TU AETU 3HAYUTENIbHO OTCTaBaln B GU3NYECKOM pas-
BUTUKU. [pyryto rpynny 60/bHbIX TMNOTPODKUEN COCTaBNSIN
[EeTW C peLManBUPYIOLLEV IMapeein, y KOTOPbIX OTCYTCTBOBA
anneTuT BNOTb A0 YNOPHOM aHOpeKcHK. HecmoTps Ha aune-
TUYECKME, MEAMKAMEHTO3HbIE M MPOYNE TepaneBTUYECKNE
BO3JENCTBUSA, ¥ HUX CJIOXKHO Obl10 A06MTbCA 3addeKTa
OT le4yeHusi. B TpeTbio rpynny BXOAWAN NEHUHTPAACKUE AETU-
TMNOTPOPUKK C TSKENbIM pPaxuTom, nogasnsiouwiee 6oMb-
LLMHCTBO M3 KOTOPbIX B CaMble TsxKenble 6110KagHble Mecs-
Ubl HaxoAuMnuMCb B Mepuofe BHYTPUYTPOOHOrO pas3BMTHUS,
HOBOPOXAEHHOCTU M NEPBOro NOAYroans XU3HW. YNyylwnTb
MX COCTOSIHWE yaaBanoch ¢ 60/bWNM TPYAOM M KpalHe mea-
neHHo. MpodurnakTuKy runoTpoduin NPOBOAUTL B YCNOBUAX
6/10Kaabl Obl10 04eHb C/IOXHO. Bpayuu cTtapanucb Ha4yMHaTb
ee ¢ aHTeHaTa/lbHOM OXpaHbl pebeHKa, OAHUM U3 BarKHER-
LWKX TPEe6GOoBaHWM KOTOPOK ABNSNOCH KOIMYECTBEHHO J0CTa-
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TOYHOE M KayeCTBEHHO MOMHOLUEHHOoe nuTaHue Oyaylewn
MaTepu, Yero NPaKTU4ECKM HEBO3MOXHO 6biN0 JOOMTHCA
B ycnoBusix 6noKagbl. B nocTHaTanbHbIM Nepuos mMeauku
obpalanm ocoboe BHUMaHWE Ha NPOdMNAKTUKY TMNOTPO-
UM y HOBOPOXKAEHHBIX MIAAEHLEB, POXAEHHbIX HEAOHO-
LWWEeHHbIMK, C MaJlo Maccon Tena n ocnabnieHHblx. HeB3upas
Ha abCo/oTHO HebnaronpuaTHble YCN0BUA pPa3BUTUA
NIeHVWHrpaackux aeten B 1941-1942 rr., Kak nogyepkuBan
A.®. Typ, BpayaM yaanocb n3bexarb MacCCOBOr0 BO3HMK-
HOBEHMS TAXeNbIX pOpM rMnoTpodun ¢ NPU3HaKamu Bbipa-
YEHHOro paxuTa. Hn y ogHoro pebeHka He 6bl10 3aMETHbIX
nedbopMaLnin rpyaHOM KIIETKKU, KOHEYHOCTEN, Yepena, OTHO-
CUTENIbHO HOPManbHO Npope3annck 3ybbl. TaKOro pesynbra-
Ta NEeHWHrpaACcKMM neguatpam 1 y4eHblM yaanocb 4o6UTbCSA
6narogaps peanusaumn 4ByX OCHOBHbIX 3ajay: 1) Hanbonee
pauMoHanbHOro UCNOJIb30BaHUS B MUTAHUM UMEBLLMXCS B UX
pacnopsiXeHnn NPOAYKTOB; 2) NPaBUIbHOIO MNOCTPOEHMUS
pexxMma U BocnuTaHus pebeHKa NPUMMEHUTENBHO K HEOObIY-
HbIM YCNOBUSAM XWU3HW B 6omboybexuule [3]. U, KoHeYHo,
ycnexu Oblin AOCTUTHYTbl 6narofaps LO6GPOCOBECTHOMY
M CaMOOTBEPXKEHHOMY Tpyay BCero megnepcoHana, obe-
crneynBaBLUEro NIeHMHIpaACKMX 6A0KaaHbIX AeTel HeobXo-
OMMbIM YXOA40M U 3alunTon [4].

YpesBbl4aHO BaXKHyl0 pPoJib B 60pbbe C runoTpodus-
MM, TMNOBUTAMMHO3aMKW M APYrov naTtonorven, Henocpen-
CTBEHHO CBS3aHHOW C KOJIMYECTBEHHbLIM W Ka4yeCTBEHHbIM
nedUUUTOM NUTaHKA, cbirpann coTpyaHukn JINMMU. CBoum
ManeHbKMM nauuMeHTaM C anuMmeHTapHon auctpoduen
W aBUTaMMHO3aMM OHW Ha3Ha4Yann MHAWBUAYANbHYIO AUETY,
3aBMUCEBLUYI0O OT BO3pacTa, CTEMEHWU WCTOLLEHUS, Hannyius
COMyTCTBYOWMX 3a60/1eBaHUN, a TaKKe PEepMEHTbl U CTU-
MYSIMPYIOLLYIO TepanuIo C Lefbio BO3AENCTBUSA Ha ajanTauum-
OHHble, KOMMEHCaTOpHblE M BOCCTAHOBMUTE/bHbIE pPeaKLuu
opraHuama, obecneyuvBalolimMe BbI3JopoBAEeHUE pebeH-
Ka [3, 4].

bnarogaps aKTMBHOM pJedATenbHOCTUM npodeccopa
H0.A. MeHaeneBow, BbiCTynuBlWEN B MOCKBE Ha Y4yeHOM
coBeTe HapkomagpaBa PCPCP c¢ pgoknagom «O auctpo-
dun 1 ee nocneacTBuAX ANa aeten», 8 ceHTabpsa 1943 1.
3amecTuTens npeacenatens CoBHapkoma CCCP, HapKowm
KOMWCcapuaTa BHeLWHeW Toprosau, 4ieH OnepaTMBHOIO
6topo lockomuTeta 060poHbl CCCP A.M. MuKosiH u npea-
cepatenb CoBHapkoma PCPCP A.H. KocbIrMH noarotoBuam
crneunanbHoe pacnopsiKeHrue no obecnevyeHunio NEHMHrpaa-
CKMUX ManoneTHux AeTter u 6ONbHbIX CBEXWM MOJIOKOM.
N ye 22 ceHTabps 1943 r. 6bl10 NpPUATO MOCTaHOBAE-
Hne «O6 opraHM3aLnM MOMOYHOIO XO03AMCTBa B NPUropoa-
HblX cOBX03ax I. JIeHMHrpaga», B COOTBETCTBUN C KOTOPbIM
B OKTA6pe 1943 . npyM aKTUBHOM y4acCTUW COTPYAHUKOB
JINMMW 6bina oTKpbiTa MoJsiovHasa depma, obecneyunBlias
MOJIOKOM MafieHbKMX NaumeHToB [5]. PyHKUMOHMPOBaBLWas
NpPU WMHCTUTYTE MONOYHO-MULWEBAsA CTaHUMSA, HecMoTps
Ha BCe TPYAHOCTW (HapyleHus B nofjaye BoAbl, paboTte
KOTE/NbHOM, HEMOMHOLEHHbIN aCCOPTUMEHT Cbipbs, Npobe-
Mbl C TPaHcnopTom), ob6ecneyvmBana JeHUHrPaaCKUX aeTen
pasnuyHbiMKM BUgamu cmecen [1].

B 1945 r. cotpyaHuku JINTIMU noa pyKoBOACTBOM MpoO-
deccopa H0.A. MeHaeneBon NpoaHanM3nMpoBanv cBeaeHns
0 Macce Tena u pocte 1520 HOBOPOXAEHHbIX 3a 1944 T.
1M 986 — 3a nepayto NonoBUHY 1945 1. (Tabn. 1) [6].

CornacHo agaHHbiM HO.A. MeHaeneBon, cpeaHsis macca
Tena HOBOPOX[AEHHbIX B AOBOEHHOM JleHWHrpage cBuie-
TenbcTBOBaN 06 WX BMOJHE YAOBAETBOPUTEbHOM GU3MU-
4eCKOM pa3BuTUKU. BoMHa 1 6Gn0Kaja TAXKeno oTpasuinchb
Ha Macce Tena HOBOPOXAEHHbIX. YKe K KoHuy 1941 r. cym-
MapHas cpefHas BenuM4yMHa MacCbl HOBOPOMAEHHbIX CHM-
3unacb 6onee yem Ha 100 r oTHocuTeNnbHO 1938-1940 rr.,

Ta6nuua 1. CpeaHsis macca Tena v cpeaHui poct
HOBOPOXAEHHbIX I. JIeHWHIpaja A0 BOMHbI, BO BpeMS M nocne
6n0Kaabl (1938-1945 rr.)

Table 1. Average body weight and average height of newborns

in Leningrad before the war, during and after the blockade
(1938-1945)

Foabl MaccaTena, r PocT, cm
1938-1940 3378+4,2 50,6 £ 0,01
1941 3246+8,5 50,5+ 0,03
1942 2771+ 27,6 48,6 +0,14
1943 3225+18,5 50,2+ 0,09
1944 3313+ 11,0 50,8+ 0,05
1945 (AHBapb-UIOHb) 3371 +£13,2 50,9 £ 0,06

a B 1942 r. ynan 6onee 4yem Ha 600 . B 1943 r. Ha6noaa-
N10Cb CYLWECTBEHHOE yNy4lleHne NoKasaTes Mo CPaBHEHUIO
c 1942 r. — Ha 450 r, ogHaKo macca MnajeHuUeB elle oTcTa-
Bana oT goBoeHHon Ha 150 r. MNocne 6n0Kaabl Macca Tena
HOBOPOM/EHHbIX MOBbIWaNacb HEMPEPbLIBHO U B Te4yeHue
nepsoro nonyrogua 1945 r. npakTU4YeCKU JOCTUrNa [AOBO-
€HHOro YpOBHS. YTO KacaeTcs pocTa IEHUHIPaACKUX HOBO-
POXAOEHHbIX, TO B Hanbonee Taxenom 1942 r. oH oTcTaBan
OT cpefiHero JOBOEHHOMO YPOBHSA Ha 2 cM. B nocnepytowme
[lBa rofa pOCT HOBOPOMXAEHHbIX MAafeHLEeB AOCTaTOYHO
O6bICTPO BOcCCTaHOBWMACS M B 1945 r. 4OCTUI AOBOEHHOro
ypoBHSA. KO BpemMeHM OKOHYaHUsi BOMHbI TaKXe HopMasin3o0-
BaJiC Macco-pOCTOBOWM MOKasaTesNb, OTpaxatolmnn Pusu-
yecKoe pa3BuTne pebeHka, xota B 1942 r. OH 3HA4YUTENbHO
ynan (Ha 10 r/cm) [6].

BblpaxeHHaa anuMmeHTapHaa runotpodus, Ha ¢oHe
KOTOPOW perucTpMpoBanmMcb O4YEHb BbICOKME 3abonesa-
eMOCTb M CMEepTHOCTb AeTen (nogbem 3abosieBaeMoCcTu
Kopbto, AndTEPUEN, CKApNaTUHON, KOKJOLWEM), OTMeYanach
Ha TEePPUTOPUSX, OKKYMUPOBAHHbLIX BO BPeEMS BOMHbI dalun-
cTaMu.

Mo faHHbIM 3aBeaylouero Kabeapow AeTCKuUx 6ones-
Heln neyebHoro dakynbteta BOPOHEKCKOrO MEAUHCTUTY-
Ta npodeccopa J1.[. WTenH6epra, nocne ocBo6OXKAEHUA
ropoga v o6nacTi oT palKUCTCKUX 3aXxBaTYNMKOB B peBpane
1943 1. oH BO3rnaBua paboTy NO BOCCTAHOBJIEHUIO AETCKUX
YUYpEXAEHWIN, opraHmn3aLumm NnomoLmn nocTpajaBlumMM AETAM,
no o6cneoBaHUIO AETCKOr0 HaceneHus, nepeHecllero Bce
TAroTbl GaWMCTCKON OKKynaumu. Pe3ynbtatbl 06¢cnegoBaHus
neten BopoHexa U 4yeTblpex panoHoB BopoHexckon obna-
CTH, NO KOTOPbIM Npoxoanna AnHua GpoHTa, NoKasanu Hanu-
Yyue 3HaAYMTENbHOrO 4YMCNa WCTOLLEHHbIX JeTel BCeX BO3-
pacToB (B BopoHexe 80% geten paHHero Bo3pacrta MMenu
alMMeHTapHylo anctpoduio). MeHee pacnpocTpaHeHHbIMU
OKasanucb Taxenble Gopmbl paxuta (B BopoHere — 26%,
no o6bnactu — ot 9,8 go 18%). [MNnoBUTaMMHO3aMKN BbIIK
nopaxkeHol okono 50% pneten Hauvbonee nocTpadaBLUUX
pPanoHOB.

BoccTtaHoBneHne AETCKUX NeYebHO-NPOPUIaKTUHECKUX
yUYpeXaeHnn 1 BO30GHOBNEHNE UX AEATENbHOCTU, a TaKkKe
MEpPONpPUATUS NO YIYYLWEHUO MUTaHWUA M OBCNYKMBaHMSA
[eTel NOMOTIAN YNYHLNTb COCTOSIHWE MX 3A0POBbS.

[NoBTOpHOE 06CNeaoBaHME FTOPOACKMX U CENbCKUX AETEN,
nposegeHHoe B deBpane-mapte 1945 r. B Tex xe acnsx,
aeTcagax v WwKonax, 4To u B 1943 1., N0 TOM e CXemMe U TeMu
e Bpayamu, NoATBEPANIO 3PDEKTUBHOCTL MPUHUMAEMbIX
Mep. YnMcno ManeHbKUX NauMeHToB ¢ rMnoTpoduen yMeHb-
lwmnocb B 2,5 pasa cpeau AeTer NepBbiX TPEX NET KU3SHMU;
cnydau Taxenbix ¢opm paxuTa ll 1 lll cteneHn cokpaTnamco
c 26 go 6%. Cpeau crtapwmx geter He 6bl10 BbISBAEHO




HU Of4HOro pebeHKa C anuMeHTapHon auctpoduen. Moytun
NOJIHOCTbIO MCYE3NU cpean o6cneayemMblx AeTen rMnoBuTa-
MMWHO3bl, aKPOLMAHO3bl BCTPEYaNUCh KaK UCKIOYEHME.

HecmoTps Ha 6GnaronpusaTHble pel3ynbTaTtbl 06cneaoBa-
HUs, 6onee AeTanbHbIM X aHaAn3 NO3BOJIAN BbISBUTb TMMO-
Tpoduio y 50,4% peten BTOPOro nonyroamsi XU3Hu, B TOM
yucne y 10,4% — runotpodwuto Il crenenn TaxecTtn. Cpeamn
neten 1-3 net o6Hapyxunmn 24,5% runotpodmKoB, B TOM
yucne 2,5% — Il ctenexun. Tsaxenble GopMbl paxuta BCTpe-
yanucb y 12,9% paeten BTOPOro nonyroaust XusHu ny 6%
neten 1-3 ner.

3HauYUTENbHYIO JOM0 BOPOHEKCKUX AETEeN NepBbIX Tpex
NeT XU3HKM ¢ runotpoduen mn paxutom JI1.A. LtenHGepr
06DBACHAN PacnpoOCTPaHEHHOCTbIO PAHHErO U HEMONHOLEH-
HOro npukopma. TonbKko 27,5% MnageHueB NepBoOro nosny-
rOAMS XWM3HWM HaxXOAMNWUCb Ha TPYAHOM BCKapMAWBaHWW,
OCTa/lbHble — Ha CMeLWaHHOM U MCKYCCTBEHHOM, MPKU 3TOM
nuTaHue, Cco CNOB y4eHoro, 6bi10 HepauMoHanbHbIM. 3TO
0ODBACHANOCH HEAOCTaTOYHbIM pPa3BePTbIBAHMEM MYHKTOB
no c6opy rpyaHoro mMofioka M HeAoCTaTOYHO YETKO opra-
HWM30BaHHOM MaTPOHAXKHOM W CaHWTAPHO-MPOCBETUTENb-
HOM paboTON OTAENbHbIX AETCKMX KOHCynbTauuh B 1943—
1944 rr. Mo Mepe HanakMBaHWs JaHHOW AEATENbHOCTH 3TO
ynylweHne Havyano M3)KMBaTtbCs, U K KoHUy 1944 r. 63,5%
JeTen B Bo3pacTe 40 6 MeC Haxo4WIUCb Ha eCTECTBEHHOM
BCKapMaMBaHuu [7].

B tabn. 2 npeacTtaBneHbl pe3ynbratbl 06cnefoBaHms
361 pebeHKa nepBbiX TPEX NET XN3HWM B HOsiOGpe-aeKabpe
1943 r. n 485 peten TOro e Bo3pacTta B deBpane-mapre
1945 r. B 1. BopoHexe. B ocHOBHOM 6blfla ycTaHOB/EHA
NoNOXUTENbHAA AMHaAMMUKa CTEMNEHU BbIPaXKEHHOCTW rMMo-
TpodUK 1 paxuTa y AeTen paHHero so3pacrta [7].

CornacHo cBefeHusIM, MpefcTaBieHHbIM B Tabnuue,
Yy BOPOHEXCKMX 1IeTeln paHHero Bo3pacTta B 1945 1. B OCHOB-
HOM OTMeYanocb ynyyweHue oTHocuTenbHo 1943 r. noka-
3atenen Maccbl Tena M cMMNTOMOB paxuTa. O6palano
Ha ceba BHUMaHWe Hanuyine 3Ha4yMTeNnbHOro Ynucna aetemn-
TPEXNEeTOK C MPU3HaAKaMu rMnocTatypbl — Pas3HOBUAHOCTH
ancTpodun, XxapaKTepusytowencs paBHOMEPHbIM OTCTaBa-
HMEM MaccCbl U ANWHbI Tena pebeHKa OT BO3pacTHbIX GU3n0o-
NIOrnMyecKkunx napameTpos. M’Mnoctatypa Habnoaanace y 12%
neten B Acngx uy 20% B gomax pebeHKka. Yto KacaeTtcs
NOLWKONbHUKOB, TO Y HUX B 1945 1. no cpaBHeHuUIo ¢ 1943 T.
OTHOCUTENbHOE YUCNO «MNOXO YMWUTAHHbLIX AOLIKOJAbHUKOB»
CHM3Wnochk B 2 pasa (¢ 54,9 no 27,8%), B T0 Bpems Kak cpe-
W WKONbHMKOB — B 4 pa3a (¢ 77,9 ao 17,4%). O6bsAcHANOCH
370 TeMm, 4To B 1945 . B AeTCKMe cafbl NPULLAN Te camble
[eTH icenbHOro Bo3pacTa, Ha 340POBbE KOTOPbIX 0COOEHHO
TSXKENO OTPas3uInChb TAroTbl BOEHHOrO BPEMEHMW; B rpynny
LUKOMIbHUKOB BJIM/IUCH [OLWKONbHUKKM, KoTopble B 1943 1.
UMeNn MeHblnn aedpuunT maccol Tena [7].

YcnoBusi, B KOTOPbIX pa3BepTbiBanacb pabota no JMKBU-
Jauun nocnefctesun GalwMCTCKOM OKKynauuu, UMenu MecTo
He TONbKO B BopoHerke, HO v B ApyruMx obnactsx, nogsepr-
LUMXCA BPEMEHHOM OKKynmauuu. Tak B PasfiMyHblX AETCKUX
yupexaeHusx r. Opna 6b110 BbisiBneHo oT 81 1o 95,5% aetew
paHHero Bo3pacTa C alMMeHTapHOM rMnoTpoduen 1 Taxenbim
paxutom ll-Ill cTeneHn. Taxkenoe BnevaTieHMe Npon3BoanIN
crnaceHHble NapTM3aHamu AEeTU-CUMPOThl C NPU3HaKaMu anu-
MeHTapHOoM runotpodun u3 bpsHckomn obnactu [8].

BoT noyemy paspaboTaHHble BOPOHEXCKMM npodec-
copom J1.[. LUTenHBeprom n ero coTpyaHMKamu npaktuye-
CKMe NpeaioKeHns Morv NpoBOAUTLCS LLEHTPaNM30BaHHO
Ha BCeX 0CBOOGOXKAEHHbIX OT GaLlMCTCKMX 3aXBaT4MKOB Tep-
putopusix. OH Npegnaran 3annaHMpoBaTb Ha GaAvKanwme
roAbl MHTEHCUBHOE CTPOUTENLCTBO ACNEN, AETCKMUX 60bHULY,
KOHCYNbTaLMN, MOMOYHbIX KYXOHb; Ha 6a3e AEeTCKUX KIMHMK
MEAMHCTUTYTOB OpraHuM3oBaTb MNOCTOSHHO AeWCTBylOLWME
KypcCbl NOBbIWEHUS KBaNnPUKaLmnmM Bpaden, a TakKe cpea-
Hero MegnepcoHana AeTCKUX YYPEKAEHNUI; yCUANTb negaro-
rMyecKyto paboTy B fcnax U gomax pebeHka; pa3dpaboTtatbh
03[0POBUTENbHbIE MEPONPUATUSA AN AeTen 3-6 ner,
Ha 340pOBbe KOTOPbIX OCOGEHHO THKENo oTpas3ufiach
HemeLKas oKKynauus [7].

Hamu 6blnv npoaHanuMsnpoBaHbl Npobnembl NUTaHKA
W UX NOCNEACTBUSA TaKKe y AeTel, 9BaKyMpoBaHHbIX U3 Npu-
GPOHTOBLIX 0b6nacTen Braydb CTpPaHbl. TblIOBblE pPaMOHbI
He B COCTOSIHWMM BblIn 06€eCcneYnTb COTHU ThiCSY NPUOLIBLLIMX
4eTen BCeM HEOOXOAMMbIM, BKJOYaa oAexay, 00yBb, MULLY.
Hanps»keHHaa 06CTaHOBKa C NUTaHUEM 3BaKyMPOBaHHbIX
AeTen oTMeyvanacb B MHOMMX ropofax U obnacTsix.

Ana pewexna nNpobaemMbl NUTAHUS COBETCKOE MpaBu-
TeNbCTBO NOANUCANo pag AOKYMEHTOB, B YacTHOCTHM MpuKas
N2 191 HapkomTopra oT 14 uiona 1942 r. «06 ynydlwe-
HUKU CHaGXeHMS 6epeMEHHbIX XEHLLUH», COracHO KOTOPO-
My OblI0 BBEAEHO LOMNOMHUTENbHOE NMUTaHWE CBeEpX ycTa-
HOBJ/IEHHOM MO KapToyKam HOpMbl Ans Oyaywmx martepew,
CHabXeHMe NpoAOBONbCTBEHHBIMM KapTO4YKaMu [LOHOPOB
rPYAHOr0 MONOKa HapaBHe ¢ 6epeMeHHbIMW, OpraHu3o-
BaHbl MYHKTbl CLEXMBAHUSA rPyagHOro MoJfioKa ana obecne-
YeHUs OOHOPCKMM MONIOKOM MiajeHueB. Ewe oauH Bax-
Hbll [OKyMeHT — [loctaHoBneHne CoBHapkoma CCCP
N2 1739 «O meponpuaTUsaX No ynyylleHuto paboTbl OpraHoB
Hapkom3gpaBa M AETCKMUX yYpeXAeHMn N0 MeAULMHCKOMY
06CNYKMBAHUIO AETEN U YCUNEHUIO NMUTAHUS HYXKAAIOWMXCH
fneten» oT 27 oKTA6pa 1942 T.

Hapkom3gpaB PCPCP opraHv3oBan KOHTPOSb BbIMOI-
HeHUs yKasaHHoro [locTaHoBEHUSs, pe3ybTaTbl NpoBeae-
HWSI KOTOPOIrO NOKa3anu HeyaoBNETBOPUTENbHOE CHabKeHWe
4eTen U JETCKUX YYpEeXAeHU NpoayKTaMu NuTaHus B psae
ropoaoB. Tak, B I. MonoTtoBe Ha NpoTsxeHun 1942 r. neTcKkas
MOMI0YHasA KyxHs nonyduna Bcero 1500 n MonoKka BMeCTO

Ta6nuua 2. JuHamuKa cTenenun runotpodum u paxutay aeten 0—3 net r. BopoHexka B 1943 1 1945 rr.
Table 2. Dynamics of the degree of hypotrophy and rickets in children aged 0-3 in Voronezh in 1943 and 1945

TmnoTtpodusa AKTUBHbIA paxuT
Bo3pact I ctenenu, % Il ctrenenu, % 11l ctenenun, % Il nlll ctenenu, %
1943 1945 1943 1945 1943 1945 1943 1945
0-6 mec 46,4 12,7 14,3 3 - - 14,3 0,6
6-12 mec 36,2 40 25,1 10,4 4,7 - 34 12,9
1-2roga 49 26 19 1,6 2 - 26 6,4
2-3ropa 36 17,6 24,2 - 3,8 - 25,8 6
40,4 22 22,2 2,5 3,2 - 26 6
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HeOoBOX0AMMbIX A1 OPraHWM30BaHHbIX M HEOpPraHW30BaHHbIX
netert 7000 n. B Kyn6biweBe, rage HacyuTbiBanocb 46 ThbiC.
feTen paHHero Bo3pacTa, U3 KOTOpbIX 15 Tbic. — MAaAeHLbl
40 1 roga, Bce [ETCKME YYpPEXKAEHUs MNosyyanu exeaHeB-
HO okono 100-150 5 HaTypanbHOro MOJSIOKa, B TO Bpems
KaK noTpe6GHOCTb B HeM cocTaBnsna cebie 5300 n. B Kupose
MOJIOYHbIE KYXHU He CHabanu B AOCTATO4HOM KONMYecTBe
MOJIOKOM AeTel paHHero Bo3pacTta. AHanorMyHoe nonoxe-
HWe OTMeYanochb 1 B Apyrux ropoaax [5, 9J.

AnaynyqweHus nutaHnsa B psge permnoHoB (B MOpbKOBCKOM,
MBaHoBCcKoM, YensbuHckon obnactax, Yamyptckon ACCP
W OPYrux) Npu AETCKUX YYpEeXKAeHusax co3paBalucb noa-
CobGHble X039MCTBa, rAe BbipallnBanu OBOWM U GPYKTbI
[10, 11]. Te pailOHbl, KOTOPble UMENM BO3MOXHOCTb 3aBO-
OUTb JOMAaLLHWIA CKOT (KOPOB, CBMHEN), o6ecnevynBasm cebs
He TOIbKO OBOLLaMM, HO 1 MOSIOYHBIMU U MSACHBIMKU MPOAYK-
Tamun (MonoTtoBckas, Omckas, CapatoBcKkas, YenssbuHckas,
HoBocu6upcKasa obnactu v ap.) [10].

CornacHo cBejeHWsIM  CTeHOorpamMmmbl  coBella-
HUA Yy 3amMecTUTens Hapkoma 3apaBooxpaHeHus CCCP
M.[. KoBpuruHon ot 23 Hosu6pa 1943 r., B YKkanoBCKow
o6nactu (HbiHe OpeHByprcKas), rae }unm 3BakyupoBaHHbIe
[eTW, MHOTHE JETCKME yupex aeHns, 0CO6eHHO B 3aJ0HCKOM,
Cnacckom pawvoHax, OpcKe, ycnewHo pa3BepHyIn Noa-
CO6GHble X039MCTBa M obecrneynBanun cebs Kaptodpenem
n oBowamu. OgHako «B TpoMLLKOM paioHe 1 by3ynyke ns-3a
3acyxu MHOro oBolel nponano». B o6nactu uMenn mecTto
npo6seMbl CO CHabKEHNEM MOSIOYHBIMKU NPOAYKTaMKU HEOP-
raHWM30BaHHbIX AETEN, KOTOPblEe «<KPOME MOJIOKa M3 MOJI0Y-
HblX KYXOHb, HUYEro He nofiyyanu; AeTCKMe KapTO4KM OTO-
BapuBanucb nnoxo» [12].

OyeHb BaXKHOW OpPraHM3aLMOHHON MepoKn, Nnpeaycmo-
TpeHHoW npunoxeHnem MNMoctaHoBneHns CosHapkoma CCCP
OT 27 oKTa6ps 1942 r., ctano pacnopsikeHve ot 12 deB-
pana 1943 r. 06 OTKPbITUKU LETCKUX CTONIOBbIX YCUIEHHOTO
W OUETUYECKOro NUTaHus ANs ocnabfeHHbIX geten oT 3 4o
13 net. B 1944 r. B 9TUX CTONOBbIX MUTanucb 0kono 500 Toic.
geten. OT60p AeTen, HYXKAABLINXCSA B YCUSIEHHOM NUTAHUMU,
M KOHTPO/Ib 3@ €ro Ka4eCTBOM OCYLLECTBAANN AETCKUE NONn-
KNWHWKKM 1 ambynaTtopuu [11]. B Havyane 1945 r. cTtonoBble
YCUNEHHOIo M AMETUYECKOro nNuTaHusa obecneynsanu AByx-
pasoBbiM nuTaHvem 794 700 peten [5]. B TopbKoBCKOW,
MBaHoBCKON, KynbblleBCKON U ApyrMx o6nacTsax, Kyaa npu-
6blBanu ocnabneHHble U UCTOLWEHHbIE AeTU U3 JIeHUHrpaaa,
UM NPeaoCTaBAsIM YCUNEHHOE NUTaHUe, a TakXe AOMOHM-
TenbHO BblagaBanu ButamuHbl C 1 D [10].

YunutbiBasl, 4TO MNOKPbITUE DU3UONOTMYECKOM MNOTPEL-
HOCTW pacTylero opraHn3Ma B AOCTaTO4HbIM KOnu4yecTse
BUTaMWHOB SIBNSN0OCh BaXKHENLWNM YCNOBMEM MOSHOLEHHO-
ro NMTaHWsa 1 NoaaepKaHus 340poBbs AgeTen, Hapkomaapas
CCCP n3pgan MHCTpyKUMIO NO 3aroToBKe NPOAYKTOB, 6ora-
TbIX BUTaMMHaMu, B uioHe 1943 r. B [OKyMeHTe yKa3bl-
BaNoCb, YTO «3aTPyAHeHWs B Habope NpoAyKToB, 6oraTbix
BUTaMWHaMW, OCOBEHHO B 3UMHME W BECEHHME MecsLpbl,
MO co34aTb Yyrpo3y pasBuUTUS TMNOBUTaMMHO3a. B uenax
oboralleHusa NuwK geten BUTaMMHaMM B TEYEHUE KPYrIoro
roga PyKOBOAMUTENWN AETCKMX YUYPEKAEHWM LOMKHbI CBOEB-
pemMeHHO o6ecneynTb 3aroTOBKY MNPOAYKTOB M3 MI0LOB,
Aro, OBOLLEW M AMKOpACTYLLero cbipbs» [13]. B yacTHOCTH,
B MHCTPYKLMM pEKOMEHAOBANOCh A9 NPOPUNaKTUKM TMNOo-
BUTaMWHO30B Yy AeTeN B neTHee BpeMs AeNaTb 3aroTOBKM
Arog CMOPOAMHbI, NAOAOB LWWNOBHWKA, NMUCTbEB KpamnuBbl,
HacTOM M3 XBOM, codepKallein 60Mbloe KOMYeCTBO BUTa-
MuHa C. B Ka4yecTBe UCTOYHWKA BUTaMUHOB rpynnbl B npea-
naranocb LWMPOKO MCMOJSIb30BaTh APOXIKM, KOTOPble KUNs-
TUAW ANS yBaneHus HenpusaTHOro 3anaxa M Jo6asnanu
B cynbl, ntope, Kawu. B none 1943 r. Hapkomaapas CCCP

yTBEPAUN elle OAMH AOKYMEHT — WMHCTPYKUMIO No nony4e-
HWIO MaNbTO3bl, U3BECTHOM KaK CONOAOBLIM caxap, KOTOPbIN
nonyyanu n3 kaptodens. ConofoBbIn caxap — MNPUPOAHbIN
Ancaxapui — MCNoib30Banu BO BPEMS BOWMHbI B MUTaHUK
[JeTel camoro paHHero Bo3pacTa KaK 3aMeHWTeNlb caxa-
pa, a U3 0CTaTKOB MafbTo3bl FOTOBWUAM MeYeHbe, BYN0YKM
W Kalwu ansa neten ctapue 6 mec [5, 13].

AnumeHTapHas runoTpodus y Aetern, 0COOEHHO paHHEero
BO3pacTa, BieKna 3a CO60M 3HaYUTENbHYIO 3aAePKKY GU3K-
4YEeCKOro 1 NCMXOMOTOPHOIO Pa3BUTHSA, CHUXKEHWE PEAKTUB-
HOCTW opraHuama. B pesynbrate Ha ¢oHe BbiparKEHHbIX
dopm runoTpodun y geten BO BPEMS BOMHbI y4acTUIUCH
Taxenole dopmbl Audrepuun, Ty6epKynesa, MHEBMOHUMU,
cencuca U TOKCMKO-CENTUYECKUX COCTOSIHMI. BOT noyemy
B rofbl BOMHbl Ype3BblHaMHO aKTyanbHbIMK CTanu npobne-
Mbl M3YYEHMSA M MOUCKA anbTepHATUBHbIX UCTOYHWUKOB AeT-
CKOro NUTaHUsa B COOTBETCTBMM C MULLEBON NOTPEOHOCTbIO
opraHvM3ma 340p0BOro n 601bHOro pebeHkKa.

YyeHble-nccnegosatenu LleHTpanbHOro MHCTUTYTa Neaum-
aTpum noatrsepannn abGeKTUBHOCTb NPUMEHEHMSA COEBOIO
M OPOXIKEBOro MOJSIOKa B KayecTBe WMCTOYHWMKOB MOJMHO-
LeHHoro 6enKka y geten paHHero Bo3pacta C aluMeHTap-
HOW rMnoTpoduen, a TaKKe BO3MOXKHOCTb MCMOb30BaHMA
KENyAeBOW MYKM U Kpynbl Kak MCTOYHMKA YrNeBOAOB M COKa
M3 NUCTbeB canaTta, WnuHaTa, wasens, 6oratbix pacTu-
TeNbHbIM 6ENKOM, BUTAMUHAMKU, MUHEpPanamMu B YCIOBMAX
geduunta NPoAyKTOB BO Bpems BOWHbI. Mcnonb3oBaHue
3amMeHuTeNnen KOpoBbEro MOJIOKA B COYETaHUU C BUTaAMMU-
HOM C ¥ pbIGbUM KMPOM MO3BOJIMIO NOBLICUTL MOKa3aTeNu
Maccbl Tenia U pocTa uccnegyemMblx NaumMeHToB, YMEHbLUUTb
61eHOCTb U YNyYWHUTb TYProp KOXHbIX NOKPOBOB, HOpMa-
/IM30BaTb YNCNIO IPUTPOLMTOB, YPOBEHL reMornobuHa, goc-
$OpHO-KanbLmeBbIM 06MeH [14].

Y4yeHble By30B TaKe NPpOoBOANIIN UCCIeA0BaHNS C LieNbio
yAyylleHns Ka4yecTBa AeTCKOro nutaHus. Tak, Tpu Kadenpbl
[opbKOBCKOro MeanHcTuTyTa um. C.M. KnpoBa (06Lien 61o-
I0TUK, BUOXMMUK, ObBLLen TUrueHol) U Kadegpa ¢usuno-
NOrMK 1 BMOXMMHUKM pacTeHM TOPbKOBCKOro yHUMBEpcUTeTa
nMm. H.N. Jlo6ayeBCKOro, OCyWecTBAABLUME KOMIMNEKCHbIE
nccneaoBaHMs No MOUCKY anbTePHATUBHbLIX IEKAPCTBEHHbIX
CpefcTB Ans 3aMeHbl AedUUMTHBIX, padpaboTanu MeToa
NoyYEHUS N3 MOXIKEBENOBON AroAbl CNaAKUX BUTAMUHHBIX
3KCTPaAKTOB M cupona 6e3 ropeyn u xBOMHOro NPUBKYCa,
MCNONb3yeMbIX B AETCKOM NuUTaHuu [15].

3AK/IIOMEHHUE

Taknum o6pasoM, HECMOTPS Ha 4Ype3Bbl4alHble 06CTOS-
TenbcTBa obecnevyeHuns geTen NPpoAyKTaMu NUTaHWS B rogbl
Bennkon OTevyecTBEHHOW BOWHbI, Ha rOCYAAapPCTBEHHOM
ypOBHeE 6bl NPETBOPEH B XMU3Hb LieNblv psg Mep 4ns paspe-
WweHna npobnem LEeTCKOro nutaHusa, obecneyvyeHns noTped-
HOCTM B HEOOXOAMMbIX MMUTaTesbHbIX BelecTBax. OaHako
B ps4e aAMUHUCTPATUBHbLIX TEPPUTOPUI MpU peanunsalmu
3TUX Mep, KPOMe 0OBbEKTUBHBIX, CBA3AHHbIX C AKCTpemasb-
HbIMW YCIOBUSIMU XM3HWU B BOEHHOE BPEMS, UMENN MECTO
opraHuM3aumnoHHble TPYAHOCTH CO CHabXKeHnem aeTen Heob-
XOAMMbIMU MNPOAYKTaMU NWUTaHUA. 19 CnaceHus MKU3HH
[eTen paHHero Bo3pacTta, MX HOpManbHOro GU3NYeCKoro
M NCUXOMOTOPHOIO Pa3BMUTUSA, CHUMKEHMA 3a60N1eBaeMOCTH
M CMEPTHOCTM YYeHble NMPOBOAMAN UCCNedOBaHUS C Lenbio
nofy4YeHus anbTepPHaTUBHbBIX MCTOYHUKOB NUTaHKs, 6oraTbix
NPOTEUHAMM, XKUPaMH, YrNeBOAAMU U BUTaMUHAMK, 3aMe-
waowmx geduunTHbIe BO BPEMS BOWMHbI MPOAYKTbI AETCKOIO
NUTaHUS.

UCTOYHUK ®UHAHCUPOBAHMUA
OTCyTCTBYET.
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CocTaB KULWLEYHOU MUKPOOMUOTDLI Y fieTEH
paHHero Bo3pacTta ¢ IgE-onocpeaoBaHHOM

u He-IgE-onocpeaoBaHHOM NULLLEBOM
annepruen: oqHOMOMEHTHOE ucciegoBaHue

ABTOp, OTBETCTBEHHbIN 3@ NEPEnuUCKy:

LLlykeHb6aeBa PervHa AipaToBHa, acnupaHT Kadeapbl GaKynsTeTCKON NeanaTpumn MHCTUTYTa MaTepUHCTBa U AeTCTBa POCCUMICKOro HaLMOHaNbHOro
ncecnefoBaTeNbCcKoro MeAMLIMHCKOro yHuBepcuteTa uM. H.W. Muporosa (MMporoBckuit YHUBEPCHUTET)

Appec: 119333, MockBa, yn. dotneson, a. 10, Ten.: +7 (926) 996-87 61, e-mail: Shukenbaevar@mail.ru

0O6ocHOBaHue. M3MeHeHNsT MUKPOBMOLIEHO3a B KPUTUYECKME Mepnofbl OHTOreHe3a fpuMobpeTarnT ocoboe 3HadyeHue,
MOCKOJIbKY CO3A4aloT MpeanochbiiIKU A1 GOpMUpPOBaHMsA OTCPOYEHHOM natonormn. OgHaKko y MaageHueB, cTpajalo-
Wmx anneprmen, cBA3N U3MEHEHMIA KULIEYHON MUKPOOBUOTLI C OnpeaeeHHbIMU annepreHamm n3ydyeHbl HeJoCTaTo4qyHo.
Lenb nccnegoBaHnss — ornpejesintb 0CO6EHHOCTM cocTaBa KULLIEYHONU MUKPOBUOTLI y iIeTen paHHero Bo3pacta c IgE-
ornocpeaoBaHHON U He-IgE-onocpenoBaHHoN nuieBon anneprmuei. Metoabl. Y mnageHues 6-12 mec ¢ nposiBAEHUAMHN
MuLeBON ajneprum UCCiefoBasin COCTaB KUILIEYHOM MUKPOOUOTLI (Ky/bTypasibHbIM MeTos), onpeaensnn Haavdne IgE
MeToA0M MMMYHOXEMUIIOMUHECLEHTHOrO aHa/sn3a, MCCAe[0BasM YPOBHU CEHCUOMAM3aUUU METOAOM «Anneproyun
ImmunoCAP ISAC». lNonly4eHHble AaHHbIE NOABEPIrHYThbl KOPPENSALMOHHOMY aHann3y. PesynbTatbl. Habnwoganvcs 56 goHO-
LWEHHbIX ETEHN C CMMATOMaMu anneprum, n3 KoTopbix 15 (27%) poxaeHsl NyTeM KecapeBa ceyvyeHus, 12 (21%) nonyydanm
aHTMOUOTUKM B nepuHaTaibHoM nepuoge, y 30 (54%) 6b1/10 paHO NMpeKpaLyeHo UCKTIYMTEIbHOE rpyAHOe BCKapMInBaHMe.
lMpu oLEeHKE KULLIEYHON MUKPOBUOThI CHUXEHUE YPOBHEN CUMBUOHTOB 0TMeYeHOo y 32 (57%) naLmeHToB. BbisiBAE€HO N0BbI-
lweHHoe cogepxaHne Klebsiella spp. — y 21 (38%), Clostridium spp. — y 5 (9%), Enterobacter spp. — y 5 (9%), Escherichia
coli nakTo3oHeratnBHbix — y 11 (20%), Citrobacter spp. — y 4 (7%), Escherichia coli remonntuyecknx — y 7 (13%) neten.
o pe3ynbratamMm MMMYHOJIOMMYECKMX UCCAEA0BaHMI nayneHTbl 6blan pasaeneHbl Ha 2 nogrpynnsl: ¢ ISE-onocpenoBaHHoOM
(n = 10) u He-IgE-onocpenoBaHHOM nuweBon annepruent (n = 46). Y naumeHToB ¢ ISE-onocpegoBaHHOM annepruei BbisiB-
JNIeHbl JOCTOBEPHbIE NOJIOKUTE/bHbIE CBA3M: SISE K anbda-naktaibbymuHy um KaszeunHy (Bos d4, Bos d8), nmzoumumy (Gal
d4) c cogepxaHnem Escherichia coli remonntnyeckos (R = 0,31; 0,35; 0,37); sISE K kazeunHy (Bos d8), imzouyumy (Gal d4)
¢ cogepxaHnem Clostridium spp. (R = 0,30; 0,32). 3akntoyeHne. BlaumocBssu ISE-onocpeaoBaHHON ceHeHbuamsaymm
K MULeBbIM asiliepreHam 1 cocTaBa KMLIEYHON MUKPOBUOThLI BASIOTCS OCHOBaHMEM 4151 pa3paboTKM MEeToA0B UHAMBUAY-
a/IM3nPoOBaHHOM KOPPEKLNM anieprn4ecKoro peHotuna.

Knro4yeBble cnoBa: Kulue4yHass MUKpoOUoTa, nuuieBas aaneprus, oowmn ISE, ceHembunmlayms, JeT paHHero Bo3pacrta

Ans untupoBaHus: LLlykeH6aeBa P.A., bensesa W.A., Typtu T.B., Bomb6apaunposa E.lN. CocTaB KMIWEYHON MUKPOBMOTbI
y Aeten paHHero Bo3pacta c IgE-onocpegoBaHHOM M He-lIgE-onocpefoBaHHOW NUWEBOW annepruen: 04HOMOMEHTHOE
nccnepoBanue. lNeguatpnyeckas papmaxonorms. 2025;22(3):285-293. doi: https://doi.org/10.15690/pf.v22i3.2915

OBOCHOBAHME
PacnpocTpaHeHHOCTb ajineprun pacter BMecTe

MWKPOBUOTBI KMLWEYHMKa B MJlafleHYecTBe NPOTEKaeT AuHa-
MWYHO, U HapyleHna ee CTaHOBIEHNA CBA3aHbl C Pa3BUTU-

C 9KOHOMMYECKUM pa3BUTUEM M ypOaHU3aLMeEN BO MHOTUX
pervoHax [1]. B pa3BuTbix CTpaHax KaxkAabl TpeTun pebe-
HOK CTpajaeT KaKk MWHMMYM OT OAHOro aflepru4yecKoro
3abosieBaHuA. Y eTel paHHero Bo3pacTa 4acTto BnepBble
O6GHapyXMBaeTCa MMEHHO NULEeBas anieprus, 4to saBs-
eTca Hanbonee pacnpoCcTPaHEHHOW NMPUYNHON aHaduIaK-
CUM — XM3HEYIpOXaloLLero CoCcTosaHus [2]. B ¢BA3K € 3TUM
Heo6X0AUM MOUCK HOBbIX METOA0B MAaTOreHETUYECKON NPO-
OUNAKTUKM NULLLEBOKN annepruu.

B nocnegHue rogbl 06Hapy»KEHO, YTO KUeYyHas MUKPO-
61oTa UrpaeTt KJKYEeBYIO POSib B MOAYIAUMM UMMYHHOM
TONEPAHTHOCTU M ee ONTUMaJsibHbI COCTaB OYEHb BaeH
LNS pa3BUTUA UMMYyHUTETa Y aeTen [3, 4]. PopmupoBaHue

eM B 60ofee No3gHeM BO3pacTe pasnnyHblX 3aboneBaHui,
B TOM Yucne annepruyeckux [5-7].

OCHOBHbIMK daKTopaMu, OKasblBalOWMMKU HaUbOMb-
lwee BO3LENCTBME HA KA4YeCTBEHHbIN U KONMYECTBEHHbIN
cocTaB MWKpobMOLeHO3a, SBAfTCS cnocob pogopas-
peleHns, PEXUM NUTAHUA U MPUMEHEHNE aHTUOUOTUKOB
[8-10].

B HacToswee Bpems cTaHOBKUTCA BCe 60/1ee O4EBUAHBIM,
YTO KO/MIOHM3aUMA MaKpoopraHMama B paHHEM BoO3pacTe
coBMnajaeT C MOTEHUManbHO OrpaHW4yeHHbIM MO BPEMEHU
nepuoaoM, B TeHEHNE KOTOPOIro MMMYHHas cucTema BOCnpu-
MMYMBa K BO3AENCTBUIO MUKPOOGOB. MIMMYHHble peaKLuuu,
Bbl3BaHHbIE MUKPOOGWOTOM B 3TOT PaHHUM MEPUOA MKU3HM,
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OPUTMHAJNIbHASA CTATbA

MOryT ObITb YCTOMYMBbLIMK, CO34aBas «OKHO BO3MOXHO-
cTen» ANg nNpaBWIbHOrO (MW HENpaBUbHOro) GopMmupoBa-
HUS UMMYHUTETA WM YCTOMYMBOCTH (MM BOCMPUMMYUBOCTH)
K 3a6oneBaHuaM B 60nee no3gHeM Bo3pacTe [11].

Ona peter ¢ MaHMOECTHbIMU MPOABIEHUAMU aToNUU
XapaKTepHO KONMYECTBEHHOE M KayecTBeHHoe obefHeHue
KUwevyHon MUKpo6uoThl [12, 13]. U3MeHeHUss MUKPOBUO-
Tbl NPEAWECTBYIOT BO3HUKHOBEHMUIO KIMHUYECKUX CUMMTO-
MOB aTonuu; BblCKa3blBaeTCs rnnotesda, 4YTo pasfivyHble
KOMMO3ULMOHHbIE U3MEHEHNSI cOCTaBa MUKPOBUOTbI MOTYT
onpeaensitb CTeneHb annepruyeckon ceHcnbunuaauum [6].
Hanpumep, npeawecTtBylOlMNE U3MEHEHUS MWKPOOGUOTHI
C NOBbIWEHNEM COAEPHKAHUSA KNOCTPUAMUN U YMEHbLUEHNEM
6udunaobakTepn MOryT OblTb pacLEeHeHbl Kak cnoco6-
cTBytowme dpopmupoBaHutio atonmu [14]. OgHako npeano-
naraemble MexaHW3Mbl, C MOMOLLbIO KOTOPbIX OCOBEHHOCTH
cocTaBa paHHEN MWKPOOGHOM KONOHM3aLMKU MOTyT BAUSATH
Ha pa3BUTUE anfeprnyecknx 3aboneBaHMin U Ux B3aMmMoc-
BSI3U C TUMOM CEHCUBUNM3aLMN U oNpeaeneHHbIMK annepre-
Hamu, B HacTosiLLlee BPEMS U3YyYeHbl HELOCTATOYHO M SBAS-
l0TCA NPEAMETOM MHTEHCUBHbIX UCCNEeAOBaHUN.

Llenb uccnegoBaHus

OnpeaennTb 0CO6EHHOCTU COCTaBa KMUILEYHOM MWKPO-
6uoThl y feTen paHHero Bo3pacta c IgE-onocpepoBaHHOM
n He-IgE-onocpejOBaHHOW NULLEBOW annepruen.

METOAbI

An3aiH uccnepoBaHuna

[MpoBegeHO OIHOMOMEHTHOE uccnenoBaHue 56 aeten
C NULEBON annepruen B Bo3pacte 6-12 mec.

YcnoBus npoBefeHUs uccnefoBaHus

BbiGopKa nauMeHToB ANS UCCeaoBaHUa cPOopMMUpO-
BaHa U3 yucna geten — xutenen MockBbl 1 MOCKOBCKOM
o6nacTtu, 06paTUBLLMXCS K NeanaTpy B KOHCYNbTaTUBHO-AMa-
rHocTMYeCcKun ueHtp HUU negmatpmmn v oxpaHbl 340pPOBbS
neten HKL, N22 ®IrbHY «PHLIX um. akag. b.B. MeTpoBcKoro».
Poauntenn ob6pawanncb ¢ ¥anobamMu Ha HalMuyne KOXKHbIX
CUMMNTOMOB a/lIEPTUM U HAPYLIEHUS NULLEBAPEHNS Yy peBEeH-
Ka (KOMIMKW, CPbIrMBaHUS, 3anopbl, METEOPU3M, PA3KUKEH-
Hbl CTyn). Bce mauueHTbl MMenn paBHble BO3MOXHOCTH
[ON51 NONYYEeHUS KOHCYNbTal MK CNeLnanmMcToB 1 NpoBeaeH s
NlabopaToOpHO-UHCTPYMEHTaNbHbIX 06CcnefoBaHUM. HUKaKux
BHELIHWX OrpaHUYEeHUI (CoLManbHbIX, 3KOHOMUYECKHMX, KYSb-
TYPHbIX) 4151 NPOBEAEHNS UCCNIEA0BAHNS B YKa3aHHbIV Nepu-
o He 6bln0.

Kputepum cooTBeTcTBUA
Kputepumn BKIKOYEHHUS:

® [OHOLWIEHHble MNaJeHLbl B Bo3pacTte 6—12 MeC XKM3HU
C KJIMHUYECKUMU NPOABAEHNUAMM NULLEBOW annepruu;

° Hannyne MHOOPMMPOBAHHOIo AO06GPOBOSILHOIO Ccorna-
CUSt 3aKOHHOTO NpeacTaBuTeNs pebeHKa Ha BK/OYEHUE
B MCCEeL0BaHUe;

® QTCYTCTBME Yy pebeHKa TsKenon KOMOpOUAHON NaTosio-
MK (BPOXAEHHbIE MOPOKM PA3BMUTUSA, HACNEACTBEHHbIE
3a60n1eBaHusl, OpraHMYecKoe rnoparKeHne LeHTpasbHON
HEPBHOWM CUCTEMDbI);

° MpOXWBaAHWE B FOPOACKMX YCTIOBUSIX.

Kputepuun HeBK/IlOYEHHUS:
* [eTW, He COOTBETCTBYIOLIME KPUTEPUSAM BKIIOYEHMS.

Regina A. Shukenbaeval, Irina A. Belyaeval' 2: 3, Tatyana V. Turtil’ 2' 4, Elena P. BombardirovaZ2

1 Pirogov Russian National Research Medical University, Moscow, Russian Federation
2 pediatrics and Child Health Research Institute in Petrovsky National Research Centre of Surgery,
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3 Morozov Children’s City Clinical Hospital, Moscow, Russian Federation
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The Composition of the Intestinal Microbiota in Young
Children with IgE-mediated and Non-IgE-mediated Food

Allergies: Cross Sectional Study

Background. Changes in microbiocenosis during critical periods of ontogenesis are of particular importance, as they create
prerequisites for the formation of delayed pathology. However, in infants with allergies, the association of changes in the intestinal
microbiota with certain allergens has not been sufficiently studied. The aim of the study is the determination the composition
features of the intestinal microbiota in young children with ISE-mediated and non-IgE-mediated food allergies. Methods. In
infants 6—12 months old with food allergy symptoms, the composition of the intestinal microbiota was studied (culture method),
the presence of ISE was determined by chemiluminescence immunoassay, and the levels of sensitization were studied by the
ImmunoCAP ISAC method. The data obtained has been subjected to correlation analysis. Results. There were 56 full-term infants
with allergy symptoms, of whom 15 (27%) were born by caesarean section, 12 (21%) received antibiotics in the perinatal period,
and 30 (54%) stopped exclusive breastfeeding early. When assessing the intestinal microbiota, a decrease in symbiont levels
was noted in 32 (57%) patients. An increased content of Klebsiella spp. was revealed — in 21 (38%), Clostridium spp. — 5 (9%)
have Enterobacter spp. — in 5 (9%), Escherichia coli lactose-negative — in 11 (20%), Citrobacter spp. — in 4 (7%), Escherichia
coli hemolytic — in 7 (13%). According to the results of immunological studies, patients were divided into 2 subgroups: with
ISE-mediated (n = 10) and non-IgE-mediated food allergies (n = 46). In patients with ISE-mediated allergy, significant positive
associations were found: SiGe to alpha-lactalbumin and casein (Bos d4, Bos d8), lysozyme (Gal d4) with hemolytic Escherichia
coli content (R = 0.31; 0.35; 0.37); SiGe to casein (Bos d8), lysozyme (Gal d4) containing Clostridium spp. (R = 0.30; 0.32).
Conclusion. The interrelationships of ISE-mediated sensitization to food allergens and the composition of the intestinal microbiota
are the basis for the development of methods for individualized correction of the allergic phenotype.

Keywords: intestinal microbiota, food allergy, general ISE, sensitization, young children
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Kputepum nckniodeHus:
® MaLMEeHTbl, He 3aKOHYMBLUME UCCIEefOBaAHME.

Mop6op y4yaCcTHUKOB B rpynnbl

Mo pesynbratam mccnegoBaHua obuiero IgE nauymeHTobl
Oblnn pasgeneHbl Ha 2 noarpynnel: 1-9 noarpynna — Aetu
¢ IgE-onocpepgoBaHHon annepruen (n = 10) (NOBbIWEHHOE
cojepraHue IgE K annepreHam), 2-a noarpynna — [OeTH
6e3 IgE-onocpenoBaHHoOM anneprun (n = 46) (NOBbILLEHHOE
obpazoBaHue IgE oTcyTCTBYET).

LleneBble noKa3aTenu ucciefgoBaHus

OCHOBHO NMOKa3areJib ucciegoBaHUA

OCHOBHOW LIEIEBOM NOKa3aTeNb UCCNeaoBaHMa — onpe-
[eNeHne pasnuMyiniti Ka4yeCcTBEHHOro W KONMYEeCTBEHHOro
COCTaBa KMLWEYHOM MUKPOOMOTLI Y aeTew ¢ IgE- nnn He-IgE-
onocpeaoBaHHOM ansiepruen.

JAononHutenbHble NOKa3aTenn uccaegoBaHus
[ononHuTeNbHbIM NOKa3aTelb UCCNe0BaHUs — YPOBHMU
cneundunyeckux IgE K BbIIBNEHHbIM anfiepreHam.

MeTtoabl H3MepPeHUS LesieBbIX MoKa3aTesnen

[na nonyvyeHusa nepBoro n3 LeneBbix NoKa3aTtenen npo-
BOAMNOCH onpejeneHue obulero IgE MeToaoM UMMYHOXEMU-
JIIOMWHECLLEHTHOrO aHan1sa.

[ns nony4eHns KOIMYECTBEHHbIX M KAYECTBEHHbIX XapakK-
TEPUCTMK KULIEYHON MMKPOOMOTbI MpoBoauncs cbop Kana
MMafeHLEB B AOMALLHMX YCIOBMUSX poauTensMu pebeHka
WY MLL@M#M, OCYLLECTBASIOWMMM yXoa. PoauTtensm / nuuam,
OCYyLWEeCTBASAIOWMM yxoh, 6blin 06bACHEHbI NpaBuna cb6opa
6uonornyeckoro martepmana. [na aHanusa mcrnosb3oBan-
C CBEXWW KaJl, cobpaHHbIn B CTEPW/IbHbIM KOHTEMHEP.
Bbuomatepnan goctaBnsncs B nabopatopuio BTeueHme 2—-3 4
nocne c6opa, a Np¥ HEBO3MOXHOCTU HEMEA/IEHHON TPaHC-
NMOPTUPOBKM XpaHMW/CSA B XONOAWbHUKE (MPK Temnepatype
+2...48 °C). MccnegoBaHue MUKpPOOMOLEHO3a KULLIEYHMKA
NPOBOAMNIOCH Ky/bTypasibHbIM METOAOM B COOTBETCTBMMU
¢ OCT 91500.11.0004-2003. PedepeHCHble 3HadyeHus
MWKPOOPraHM3MOB YKa3aHbl B Tabn. 1. MaeHTudukauus
MWUKPOOPraHM3MOB BbIMOJIHAACh Ha BbICOKOTOYHOM Macc-
cnekTpomeTpe Microflex (Bruker).

Ta6auuya 1. PedepeHCHble 3HAa4YEHUS COAEpKaHUA
MWUKPOOPraHM3mMoB
Table 1. Reference values of the content of microorganisms

Poa/Bup PedepeHcHble 3Ha4yeHus,

MUKpOOpraHu3mMos KOE/r*
Lactobacterium spp. 107-108
Bifidobacterium spp. 1010-1011
Escherichia coli 107-108
Klebsiella spp. <104
Clostridium spp. <103
Enterobacter spp. <104
Escherichia coli (-) <10%
Citrobacter spp. <104
Escherichia coli (rem.) <104
Candida spp. <103
Proteus spp. <104

MpumeyaHune. <*> — OCT 91500.11.0004-2003.
Note. <*> — OCT 91500.11.0004-2003.

Onsa onpepenenuns cneunduyeckux IgE K annepreHam
MCMNOSIb30BaH MeTo MMMYHOdyOopecLEeHLUN Ha TBEpAon
dase «Anneproymn ImmunoCAP ISAC».

CtaTucTUYECKHUe npoueaypbl

CtaTucTu4ecKue MeTo/bl

CTaTUCTUYECKUIM aHann3 NPoOBOANIICS C MOMOLLbLIO NaKe-
Ta nporpamMm onwucaTenbHon cTtatuctukm STATISTICA 10.
MpoBepKa Ha HOpMaNbHOCTb pacnpeaeneHns NnpoBoanIach
no Kputeputo Konmoroposa — CmupHoBa. OnucatenbHas
CTaTUCTUKA KONIMYECTBEHHbIX HenapameTpuyecKux noKa-
3artefnien BbINOJIHEHA C MOMOLLBbID pacyeTa meauaHbl (Me)
N BEPXHEro U HUXKHEero KBapTunen. MNpu cpaBHEHWWU ABYX
HecBSA3aHHbIX rpynn ucnonb3oBaH U-TecT MaHHa — YWUTHW.
[Ona npeobpasoBaHus norapuPeMU4ecKmux 3Ha4eHnM UCnosib-
30BafiMCb CBOWCTBA AECATUYHbIX lorapndmMoB. 119 oueHKK
B3aMMOCBSA3M NPU3HAKOB NpUMeEHEH KOIDDULIMEHT paHro-
BOW Koppensauun CnupmeHa.

JTUyecKan aKcnepTusa

MpoBefeHne uccnenoBaHus 0A06PEHO HE3aBUCUMbIM
aTn4yeckum Kommutetom HKL, N°2 PrBHY «PHUX wmm. akag.
B.B. NeTtpoBckoro». Mpotokon N2 154 o1 18 uioHa 2021 1.

PE3YJIbTATHI

dopmupoBaHue BbIGOPKU UccnefoBaHUSA

dopmupoBaHne BbIGOPKU UCCNeAOBaHUS MPOUCXOAMN0
¢ 01.01.2023 B TeYeHWe KaneHaapHoro roaa. 3a atoT nepuos
OblNN BKITIOYEHbI 56 NaLMeHTOB B COOTBETCTBUM C KPUTEPUSMU
BKJIOYEHUS. Bce naumeHTbl 3aKOHYUIM nccnegoBaHume (puc. 1).

XapaKTepUCTUKHU BbIGOPKM (rpynn) uccneagoBaHus

B nccnepoBaHune Bownn 56 getent ¢ KIMHUYECKUMU CUM-
nToMamu anneprum B Bo3pacte oT 6 40 12 MecC KU3HM BKIO-
YUTENbHO, M3 HUX AEBOYKU — n = 32 (57%), Manb4yuKknm —
n =24 (43%). CpeaHuin nocTHaTaNbHbIA BO3PacT B BblOGOPKE
coctaBnsan Me 9,0 (8,0; 10,0) mec. yTem KecapeBa ceveHus
poxaeHbl 15 (27%) peten. MepuHaTanbHyl0 aHTUGAKTEPHU-
anbHyt0 Tepanuio nonydanu 12 (21%) peten. PaHHee npe-
KpalleHue rpyaHoro BckapmnnsaHma otmedanock y 30 (54%).
CeMeWHbIM annepronorMyeckMn aHamHesd Obll OTAroweH
y 42 (75%) peten. KoxHble NposiBNEHNS anneprum Ha MOMEHT
ocMoTpa oTMevanuck y 46 (82%) netel. B neprop «oKkHa Tone-
paHTHOCTK» OT 4 A0 6 Mec NpuKopM BBeaeH 52 (93%) aetam.
BceMm aeTtam npoBefeHa KOHCynbTaums annepronora-MmMMyHo-
nora: y 39 (70%) yctaHoBfIEH AMarHo3 «ATONMUYecKui aepma-
TUT, NUwWeBas anneprus» (cm. puc. 2). 1-a noarpynna — AeTH
¢ IgE-onocpepoBaHHoMi annepruen (n = 10), 2-a noarpyn-
na — getu ¢ He-IgE-onocpepgoBaHHOM anneprven (n = 46).
MegnmnaHa nokasarens obuwero IgE y geten 1-i nogrpynnel —
70,1 [38,5; 124] KE[/n (Hopma 0—20 KEA/N).

OCHOBHbIe pe3ynbTaTbl UCC/IeJOBaHUA
Ha ocHoBaHuu pesynstatoB 06Cnef0oBaHUs NaLUEHTOB
¢ nomoulbio Metoaa «Anneproynn ImmunoCAP ISAC» BbisiB-

NleHa ceHcnbunmsauus K nuueBbiM annepreHam y 10 (18%)

neten n3 56 (puc. 3), y Bcex aeTen — K 6enKkaM KypuHOro

anua (bKA), y 2 neten — K 6enkam KopoBbero Monoka (BKM):

* nauueHT 1: kK BKA (oBomykounay (3,8 KEA /n));

* nauueHT 2: K BKA (oBomykounay (0,4 KEA/n));

* nauueHT 3: K BKA (oBomykounay (1 KEA/n));

* nauueHT 4: K BKA (oBomykouay (0,62 KE[/n), oBanbby-
MUHY (4,51 KE[l/n) n KoHanb6ymuHy (0,23 KE /n));

* nauueHT 5: K BKA (oBomykounay (1,67 KE[/n), oBanbby-
MWHY (1,88 KEZ /n), KoHanb6ymuHy (0,16 KEZ /n), K n130-
ummy (5,7 KEZL/n)), a Takke K BKM (anbda-naktanbbymu-
Hy (1,19 KEJ /n), kKa3eunHy (2,64 KEL /n));
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N

[ OHOLWEHHblIe
Aetn 6-12 mec
c annepruen

(n = 56)
KnuHuKo- OueHka o6wwero IgE MeTogom OueHKa napameTpoB
nabopaTopHo- MMMYHOXEMUTIOMUHECLLEHTHOTO MMKPOGHOTBI
MHCTPYMEHTanbHOe ananu3a (KynbTypanbHbln
ucenegoBaHue (n = 56) MeToa)
(n =56) (n =56)
MauneHTbl [MauneHTbl
c IgE-onocpefoBaHHON C He-IgE-onocpenoBaHHOM
annepruen annepruen
(n=10) (n = 46)

OueHKa ypoBHeK

ceHcnbunmaaunmu

(ImmunoCAP ISAC)
(n=10)

ORIGINAL ARTICLE

88

AHanna B3aMMoCBSA3en
YPOBHEN 1 nNpodunen
anneproceHcMéunnaaumm
C COCTaBOM KMLLEYHON
MWKPOBUOTBI
(n=10)

Puc. 1. lNocnepoBatenbHOCTb GOPMUPOBaAHKS BbIGOPKK UCCNefoBaHUA
Fig. 1. The sequence of formation of the survey sample

OPUTMHAJNIbHASA CTATbA

My»KCKOW non | 24/43%

KecapeBo ce4yeHune | 15/27%

MepuHaTanbHas aHTMOUMOTUKOTEPANUS 12/21%

PaHHee npeKpallieHue rpyaHoro BCKapMaMBaHus | 30/54%
OTHAroweHHbIM anneproaHaMmHes | 42/75%
MpuKopm B 4—6 mec | 52/93%
KoXXHble CUMNTOMBI | 46/82%
ATONMYECKUIN epmaTuT, Nuwesas anneprug | 39/70%

0O 10 20 30 40 50 60 70 80 90 100
[ %

Puc. 2. KNMHWKO-aHaMHeCTUYECKNE XapaKTePUCTUKM NaLMEHTOB
Fig. 2. Clinical and anamnestic characteristics of patients



MauuneHTbl

mGaldl wGald2

5 1 r B = :
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o

YpoBHU ceHcubunusauum (KEQ/n)
Gald3 wmGald4 wBosd4 mBosd5 mBosd8

PeaKTUBHOCTb Ha annepreH:
« 0,35-0,69 — HU3Kaa*;

e 0,7-3,49 — ymepeHHas;

« 3,5-17,49 — BbICOKas

Puc. 3. YpoBHU ceHCenbUnn3aumm K NnuieBbIM annepreHam

lMpumeyaHne. benkun KopoBbero Mosnoka: Bos d4 — anbda-naktanb6ymuH, Bos d5 — 6eTta-naktorno6ynunH, Bos d8 — KaseuH; 6eku
KypuHoro anua: Gal d1 — oBomyKoug, Gal d2 — oBanbbymuH, Gal d3 — KoHanbbymuH, Gal d4 — nu3ounm. <*> — HU3KKUE YPOBHMU
CEeHCUOUNN3aLIMU K aHaNM3npyeMblM annepreHam Ha pUCyHKe He npeacTaBieHbl.

Fig. 3. Levels of sensitization to food allergens

Note. Cow’s milk proteins: Bos d4 — alpha-lactalbumin, Bos d5 — beta-lactoglobulin, Bos d8 — casein; egg proteins: Gal d1 —
ovomucoid, Gal d2 — ovalbumin, Gal d3 — conalbumin, Gal d4 — lysozyme. <*> — low levels of sensitization to the analyzed allergens

are not shown in the figure.

° nauueHT 6: K BKA (koHanbbymuHy (2,23 KEZ /n)), a Takke
K BKM (anbda-naktanb6ymuHy (0,6 KE[/n), 6eTa-naxkro-
rno6ynuHy (0,28 KEA /n), kaseuHy (0,46 KE/n));

° nauueHT 7: K BKSA (oBomyKonay (1 KEA/N));

° nauueHT 8: K BKA (oBanbbymuHy (1 KEA/N));

° nauuneHT 9: K BKA (oBomyKouay (6,2 KEZ/n), oBanbbymu-
Hy (0,6 KEA/N));

° nauuneHT 10: K BKA (oBomyKkonay (0,8 KE[ /n), oBanb6y-
MUHY (1,2 KEZ/N)).

MoHoceHcHbunnsaumsa 3apernctpupoBaHa y 5 geten.
MNMonvBaneHTHas ceHcMbUnu3auus BbisBfieHa y 5 nauueH-
ToB. Hanbonee Taxkenaa ceHcubunmsauuun onpepensnach
y naumeHta N2 5 — K 6 annepreHam. Y 4 geten BbiSB/ieHa
CeHCUbUNM3auns BbICOKOM CTEMNeHW PeaKTMBHOCTU (Nauu-
eHTbl N 1, 4, 5, 9).

Mpu unccnefoBaHUMU KULWEYHOW MUKPOOWMOTHI KybTy-
panbHbIM MeToAOM y 76% BKIIOYEHHbIX B UCCeaoBa-
HWEe NauneHTOB 6blNu BbiIBAEHbI Cieayloline OTKIOHEHMS
(Tabn. 2): NOBbIWEHWE COAEPIKAHUSA YCNOBHO-NATOMEHHbIX
MWKPOOPraHn3moB, Takux KaK Klebsiella spp. — y 21
(38%) pebeHka, Clostridium spp. — y 5 (9%), Enterobacter
spp. — y 5 (9%), Citrobacter spp. — y 4 (7%), nakTo30Hera-
TUBHble Escherichia coli — y 11 (20%) n remonuaunpytouine
Escherichia coli— y 7 (13%), Candida spp. — y 8 (14%),
Proteus spp. — y 1 (2%), Np1 CHUXEHWUM YPOBHEWN MUKPO-
60B-cMMBUOHTOB — Lactobacterium spp. — y 27 (48%)
n Bifidobacterium spp. — y 8 (14%) aeten.

Mpn cpaBHEHWM BblAeNEHHOW TMOArpynnbl AeTen
C noaTBepxAaeHHon IgE-onocpefoBaHHOM CeHCUOBUIU-
3auuen (n =10, 1-9 noarpynna) u noarpynnbl 6e3 IgE-
onocpeaoBaHHOM ceHcubunuzaumm (n = 46, 2-9 noarpyn-
na) otMeyeHo (Tabn. 3) cHWeHwe GaKTepun Escherichia
coli, a Takxe noBblilweHune Clostridium spp., Citrobacter
spp., Candida spp., Proteus spp. y 60nbliero npoLeHTa
neten B 1- noarpynne no CpaBHEHWIO CO 2-W noarpyn-
non. Hanbonblwne oTKNOHEHUS B 1-1 noAarpynne BCTpeya-
nucb cpean poaoB 6akTepuit Clostridium spp. (50% aeten),
Lactobacterium spp. (50% neten), a Takxke Escherichia coli
(40% peten). Y naumeHTa N2 5 ¢ nonnBaneHTHOW annepruen
3aperncTpupoBaHbl Haubonblune OTKIOHEHUS GaKTepuin
pogaa Clostridium spp. (107 KOE/r), a Takxe Escherichia coli
(rem.) (107 KOE/r) cpeau Bcex aeTeil.

Kak npeactaBneHo B Tab. 3, B OTHOWEHUN BCEX MUKPO-
OpraHnM3MoB AOCTOBEPHbIX Pas3nnymit MeXay noarpynnamu
He YCTaHOBJIEHO, 4YTO, BEPOSATHO, OBYCNOBJEHO OTHOCH-
TENbHO HEeBOJbWMM YUCOM 06CnefoBaHHbIX AeTen. Tem
HEe MeHee, MOXHO OTMETUTb TEHAEHUMIO K 6onee YacTomy
CHUXXeHUto ypoBHS Escherichia coli u NOBbILWEHUIO YPOBHEM
Klebsiella spp. v Clostridium spp. B noarpynne nauvueHToB
C noatBepxfaeHHon IgE-onocpenoBaHHOW ceHcubUnmnaa-
Lnen.

B noarpynne neten B coctaBe 10 4yenoBeK C BbIB/EH-
Hol IgE-onocpepgoBaHHOM annepruent 6binn onpeaeneHbl
cnepytowme OTKNOHEHUS cocTaBa MUKPOOUOTLI:
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Ta6nuuya 2. IaMeHeHUst B cocTaBe KULLIEYHOW MUKPOBUOTLI y AeTel ¢ NPOABNEHUAMU NMULLEBOW anneprum (n = 56)
Table 2. Changes in the composition of the intestinal microbiota in children with food allergy symptoms (n = 56)

oy L LG TE R T G [AuHamMuKa ypoBHA KonnyecTtBo geten c U3MEeHEeHHbIM CoiepPKaHuem
MMKPOOPraHu3mMoB MUKPOOpPraHn3mMoB, a6c¢. (%)
Lactobacterium spp. ! 27 (48)
Bifidobacterium spp. i 8(14)
Escherichia coli ! 14 (25)
Klebsiella spp. 1 21 (38)
Clostridium spp. 1 5(9)
Enterobacter spp. 1 5(9)
Escherichia coli (—) 1 11 (20)
Citrobacter spp. 1 4(7)
Escherichia coli (rem.) 1 7(13)
Candida spp. 1 8(14)
Proteus spp. 1 1(2)

Ta6nuuya 3. IameHeHUs B cocTaBe KULEYHON MUKPOOKUOTLI 6€3 NOATBEPKAEHHON / C NOATBEPXKAEHHON IgE-onocpeoBaHHOM annepruen

Table 3. Changes in the composition of the intestinal microbiota without confirmed / with confirmed IgE-mediated allergy

Moarpynna 1 — Moarpynna 2 —
C NOATBEPXAEHHOMN 6e3 NnoATBEePKAEHHOMN
OTKNIOHEeHUe cofepKaHuA . .
Popa/Bua MUKpOOpPraHu3moB IgE-onocpepoBaHHOM IgE-onocpepoBaHHOM p-value
MUKPOOPraHusmMoB o
ceHcubunusauumen ceHcuounusauum
(n =10), a6c¢. (%) (n = 46), a6c. (%)
Lactobacterium spp. l 5(50) 22 (48) 0,923
Bifidobacterium spp. l 1 (10) 7 (15) 0,881
Escherichia coli l 4 (40) 10 (22) 0,375
Klebsiella spp. 1 2(20) 19 (41) 0,309
Clostridium spp. 1 5 (50) 17 (37) 0,398
Enterobacter spp. 1 1 (10) 4(9) 0,906
Escherichia coli (-) 1 2(20) 9 (20) 0,773
Citrobacter spp. i 1 (10) 3(6) 0,748
Escherichia coli (rem.) i 1 (10) 6 (13) 0,898
Candida spp. 1 2(20) 6 (14) 0,708
Proteus spp. 1 1(10) 0(0) 0,500

nauueHT 1: nosbiwexune Clostridium spp. go 10° KOE/T,
Klebsiella spp. — po 108 KOE/r, Escherichia coli () —
1o 10% KOE/r;

nauueHT 2: nosbleHuWe Candida pgo 104 KOE/r,
Clostridium spp. — pgo 10° KOE/r, CHuxeHue
Bifidobacterium spp. o 10° KOE/r;

nauueHT 3: nosblweHune Clostridium spp. go 10° KOE/T,
Klebsiella spp. — po 108 KOE/r, Escherichia coli () —
no 108 KOE/r, cHmeHune Lactobacterium spp. o 10°
KOE/r, Escherichia coli — po 102 KOE/r;

nauueHT 4: cHuxeHue Lactobacterium spp. go 109
KOE/r;

nauueHT 5: nosblweHune Clostridium spp. ao 107 KOE/T,
Escherichia coli (rem.) — no 108 KOE/r;

nauMeHT 6: nosbllWeHWe Escherichia coli (rem.) ao 102
KOE/r, cHmxeHue Lactobacterium spp. oo 10% KOE/r;
nauueHT 7: nosblweHue Clostridium spp. o 106 KOE/T,
Enterobacter spp. — go 10° KOE/r;

nauuMeHT 8: cHuxeHue Lactobacterium spp. go 109
KOE/r, Escherichia coli — po 102 KOE/r;

nauueHT 9: noBblweHue Candida no 104 KOE/r, cHWxe-
Hue Lactobacterium spp. go 108 KOE/r;

naumeHT 10: nosbiweHue Citrobacter spp. ao 10° KOE/T,
CHWXeHue Escherichia coli po 102 KOE/r.

Mpn npoBeaeHNN KOPPENALMOHHOIO aHannsa B o6uen

rpynne geten (n = 56) OblAK yCTaHOBNEHblI AOCTOBEPHbIE
MONOXKUTENbHbIE CBA3U CPEeAHEN CUMbl MEXY:

NOBbILIEHWEM B KWLIEYHOW MUKPOOBWUOTE reMonuTH4ye-
CKOW KMLWEYHOM NafiovKM M oBHapyKeHnem cneuuduye-
CKux IgE K anbda-naktanbbymmHy (R = 0,31, p < 0,02);
NOBbILLIEHNEM B KULLIEYHON MUKPOBMOTE rEMOSIMTUYECKOM
KUWEYHOW MNaNoyKM M OBHapy*KeHueM crneunduyecKnx
IgE K Ka3eunHy KopoBbero mosioka (R = 0,35, p < 0,007);
NOBbILIEHWEM B KWLIEYHOW MUKPOOBWUOTE reMonuTH4ye-
CKOW KMLWEYHOM MaNovyku W OOHapyKeHueMm cneuu-
duryeckunx IgE K nusoummy amyHoro 6enka (R = 0,37,
p < 0,005);

NMOBbILEHWEM B KULIEYHOW MUKPOOMOTE KNOCTpMAUN
N 06HapyXeHueM cneumduyeckunx IgE K KazenHy Kopo-
Bbero monoka (R = 0,30, p < 0,023);



® T[OBbIWEHMEM B KUWEYHON MUKPOOMOTE KNOCTPUAMK
N 06HapyXeHueM cneuundundeckunx IgE K nuaounmy amy-
Horo 6enka (R = 0,32, p < 0,015).

OBCYXAEHME

Pe3ioMe OCHOBHOro pesynbTata Ucc/iejoBaHuUA

Cpean petent 6-12 mec C NPOSBAEHUSIMU MULLEBON
anneprum y 18% 6bin noatBepxaeH IgE-onocpenoBaHHbIv
xapaKktep ceHcubunuadaumm. CoctaB KULWLEYHON MUKPOOBMO-
Tbl NPY NULLEBOM anieprumn xapakTepmsyeTcs NOBbILEHNEM
YPOBHS YCNOBHO-MATOrE€HHbIX MMKPOOPTraHM3MOB MpPU CHU-
YEHWUW YPOBHSA CUMOUOHTOB. lMpun IgE-onocpefoBaHHOM CeH-
cMbnnn3aunm oTMeYeHa TeHAEHUMA K HapacTaHWio YPOBHS
Klebsiella spp. wn Clostridium spp. HangeHbl cTtatuctuye-
CKM 3HayuMMble KOppensuuMnm Mexay COCTaBOM KULLIEYHOM
MWKPOGKOTBI M NOBbILEHWEM YPOBHEN creunduyeckux IgE
K OCHOBHbIM MULLEBbLIM annepreHam.

OrpaHuyeHus uccnefoBaHuUsa

OrpaHu4yeHHbIn 06beM BbIGOPKKM UccnefoBaHUA
He MNO3BONSET PACNPOCTPaHWUTb MONyYEHHblIE BbIBOAbI
Ha BCIO MOMynauMIo MAajeHUEeB M3 rpynnbl pUcKa Nno pas-
BUTUIO annepruyeckmnx 3abonesaHum.

UHTepnpeTauua pe3ynbTaToB UCC/eJ0BaHUA

HeraTuBHble COObITUA PaHHWX 3TanoB OHTOreHe3a (one-
paTMBHOE pojopaspelleHne, WCnosb3oBaHWe aHTUMOMO-
TUKOB B HeoHaTallbHOM nNepuofe, paHHee npeKkpalleHue
rPYAHOrO BCKapM/IMBaHUSs) y AeTen aBASIOTCA GaKTopamu
pUCKa HapyLleHNM GOPMUPOBAHNUSA KULLEYHOW MUKPOOUOTHI,
acCoOLMMPOBAHHBIX C PasBUTMEM MNULLEBOW CEHCUBUNM3a-
LMK, YTO NOATBEPHKAAETCA AaHHbIMWU MUMPOBOWM nMTEpaTypbl
[15, 16].

[MoBblWeHWe cooTHOWeHUs Enterobacteriaceae/
Bacteroidaceae oTmevaeTcss y MJafeHLEB C MULLEBOM
annepruen Kak MapKep 3ameasieHHOro co3peBaHus pas-
HOOGpa3nss MUKPOOKUOTbI KUlIEeYHUKa [17]. Y MnageHues
C MNULLEBOW CeHCUbUnnlaumen HabnwgaeTca MNOBbIWEH-
HO€e KONMYecTBO GaKTepui, NPUHAANEKaLWUX K CEMENCTBY
Enterobacteriaceae (10 ecTtb Escherichia spp., Shigella
spp.) [17]. Bbino nokasaHo, 4YTO NulieBast ceHcMbunusa-
LMAa cBfi3aHa CO CHWXXEHWEM MMKPOBHOro pasHoobpasus
B KulWeYyHuKe [17, 18], a TaKKe C yBelMYEeHUEM Kounye-
ctBa Enterobacteriaceae v yMeHblEHWEM KonM4ecTBa
Bacteroidaceae n Ruminococcaceae [17], 4TO NOATBEPK-
faeTcsa pe3ynbrataMu Apyrux aBTopoB.

TaK, ycTaHOBJIEHO, YTO KMULIEYHas MWKpobuoTa AeTew,
cTpajalolwmx MUWeBON annepruen, xapakrepusyetcs
CHWXXeHnem KonuyectBa Bacteroides, Bifidobacterium
n Clostridium spp. nNpu NOCTOAHHOM COAEPXKaHWUU
Anaerobacter spp. [19, 20]. Mo gaHHbLIM APYrMx UccnenoBa-
Tenen [21], aAMCONOTUYECKME HAPYLLIEHUS Y 9TUX AIeTEN XapaK-
TepusyloTcs npeobnagaHneMm B MUKpobuoTe Haemophilus,
Klebsiella, Prevotella, Actinobacillus wn Streptococcus.
OTgenbHble UccneaoBaHns B KavyecTBe GMOMapKepa HeKo-
TOpbIX BMAOB IgE-onocpefoBaHHOM MNULLEBOK anfiepruu
npegnaralT UCNONb30BaHUE BblAENEHHbIX N3 MUKPOOUOTSI
npeactaButenen poaa Collinsella [22]. B HeEKOTOPbIX Uccne-
[OBaHUSAX XapaKTepHbIM MPU3HaKoM AucOMo3a Mpu nuuie-
BOW annepruv npuaHaeTcs NoBbllEHWE NPeLCTaBUTENbCTBA
poaa Clostridium [23, 24].

Mpu IgE-onocpefOBaHHON MULLEBON anneprum, MaHu-
decTnpoBaBllen y aeten B Bo3pacTe 3-5 net, peTpo-
CNEKTMBHbLIN aHanu3 BbIIBUA CHUXEHWE MnoKasaTenen
anbda-pazHoobpasnsd KMULWEYHOW MUKPOOBMOTbI B BO3pac-
Te 1-6 mMec No CpaBHEHUIO C AETbMM, HE MMeBWKUMK IgE-
OnocpeAoBaHHOM anfieprum; Npu 3ToM Hanbonee BblparkeH-

HOE CHUXKeHWe anbda-pa3Hoobpasunsa Habnganock y geten
canneprven Kk bBKM no cpaBHEHMIO C 4ETbMU, UMEBLLUUMU CEH-
cubunusaumio K apaxucy 1 bKA [25]. B aTom nccnegoBaHum
npW PETPOCNEKTUBHOM aHannM3e cocTaBa KULLEYHON MUKPO-
61OThI OblN BbISBNEH U3OLITOK HEKOTOPLIX NpeacTaBuTenemn
nopsaakoB Bifidobacteriales npu neduumTe npeacraButenen
nopaakoB Bacteroidales w Clostridiales, 4To NnpoTMBOPEYUT
[laHHbIM MHOTMMX M3 BbIlELMTUPOBaAHHbLIX paboT [25]. bonee
TOro, B O4HOM M3 UCCNEefOBaHMM MUKPOOPraHU3Mbl, OTHe-
CeHHble K 6aKTepuanbHbIM TakcoHam Clostridia v Firmicutes,
pacLeHMBalOTCS KaK BOSMOXHblE «KaHAMAaTbl B MPOOGUOTH-
KW» ANS KoppeKuuun nuweson annepriun kK BKM [26]. B apy-
rov paboTte, NOCBSALLEHHON CPAaBHEHMIO COCTaBa KULLEYHON
MUKPOGBMOTbI Y 340POBbLIX MIaLeHLEB U AeTen C IK3eMOoM
¢ nomouwbto Metoga 16s PHK, 6binn naeHTMdULMpPOBaHbI
4 popa GaKTepUK, xapaKTepHbIX A8 340POBON KULLEYHOM
MUKpO6UOTHLI (Bifidobacterium, Megasphaera, Haemophilus
n Streptococcus), n 5 poLoB MWKPOOPraHM3MOB, Mpe-
obnajawolwmx y geten ¢ aksemown (Escherichia/Shigella,
Veillonella, Faecalibacterium, Lachnospiraceae incertae
sedis un Clostridium XlIVa) [27]. Hanb6onee xapaKTepHbIMK
npeacTaBUTENS MU CPean BblAENIEHHbIX MUKPOOPraHM3mMoB
y OeTen B 3TOM UCC/ieoBaHWU NpU3HaHbl Faecalibacterium
prausnitzii v Ruminococcus gnavus [27]. Takum o6pas3om,
CBefEeHUs 0 COCTaBe KULIEeYHON MUKPOOMOTLI y MaadeHLEB
C NWLLEBON anfiepruemn n o ponu ee npeacraBuTenen B pea-
nu3aunn IgE-onocpegoBaHHoro u He-IgE-onocpegoBaHHOro
annepruyeckoro peHotTuna BecbMa NPOTUBOPEYMBDI.

B Hawen rpynne, coctosfBwen M3 56 nauneHToB
C NuWeBOM annepruen, NOMMMO OTArOLEHHON NO annep-
MW HacnegCcTBEHHOCTM y nojaBnstowero 60MblMHCTBA
(75%), umeno mecTo 3Ha4YUTeENbHOE OTAroLEHNE NepuHa-
TallbHOro0 M paHHEero NocTHaTalbHOro OHTOreHe3da (POoX-
AeHWe onepaTUBHbIM MNyTeM, NepuHaTaibHOE BO3AeEN-
CTBME aHTMOMOTWMKOB, paHHee npeKpaleHue rpygHoro
BCKapM/anMBaHus).

CocTaB KMWEYHOM MUKPOBKUOTLI MAad€eHLEB C NULEBOWM
annepruen B HalWeM UCCNefoBaHUM XxapaKTepuloBasncs
ABNEHUAMM AMCOMO3a: NOBbILEHWEM COAEPIKAHUS YCNO0B-
HO-MaToreHHbIX MMKPOOGOB, B nepBylo ovyepenb, Klebsiella
Spp., FEMONMU3UPYIOLLEN U NaKTO30HeraTmBHoW Escherichia
coli, Clostridium spp.; @ TaKe CHUXEHWEM YPOBHEN CUM-
O6MOHTOB — JlaKTOGaKTepun M 6UdPUA0GaKTEPUN Y 3HAYUU-
TeNbHOM YacTu aeTen (COOTBETCTBEHHO y 48 u 14% naumeH-
TOB), Kak M BO MHOMMX BblWENPUBEAEHHbIX UCCEA0BAHMSAX.
OpHaKo B CBA3M C MaNIOYUCIEHHOCTbLIO HaLewW rpynnbl Nauu-
€HTOB [OCTOBEPHbIX pPa3Mynuin B HexenaTenbHblX M3Me-
HEHMAX COCTaBa KULLEYHOM MUKPOOWOTbI Mexay LeTbMu
c IgE-onocpepnoBaHHOM M He-IgE-onocpejoBaHHON NULWEBON
annepruen He yctaHoBfeHO. TeM He MeHee, BbISiBAEHbI
LOCTOBEPHbIE TEHAEHUMM K 6onee BblpaxeHHOMY MOBbl-
LWEHWNIO YPOBHEN YCNOBHO-MATOrEHHbIX MUKPOGOB y AeTen
¢ IgE-onocpenoBaHHOW annepruemn, B TOM 4Yucie MMKpPO60oB
poaa Clostridium, 4To coBnajaeT C AaHHbIMW HEKOTOPbIX
3apy6exHbIx Ny6nukauun [23, 24].

YcTaHOBMIEHHOE B HaleMm ucchegoBaHuy npeobnaga-
HWe cpeam aTnonornyeckunx paktopos IgE-onocpefoBaHHOM
nuuieson anneprun aHtureHos bBKA u BKM cBuaetenb-
CTBYeT O HefoCTaTo4YHOM (GOPMUPOBAHUKM TONEPAHTHOCTU
K 3TUM MUWLLEBBIM BelecTBam NPU MPUHATBIX CPOKax WX
BBEAEHMS B pauMoH mnageHua. KoppensuuoHHbIM aHa-
M3 MO3BOMIMA ONpeAennTb LOCTOBEPHbIE MONOXUTENbHbIE
CBSAI3N MEXAY KOHKPETHbIMU NMPUYUHHBIMU aHTUreHamu IgE-
onocpeaoBaHHOM ceHeubunusaumm (@aHturedol BKA n BKM)
W NOBbIWEHNEM B COCTaBE KMLLIEYHON MUKPOBHOTLI YPOBHEN
YCNOBHO-NATOrE€HHbIX MWUKPOOPraHM3MOB — reMoJiuThYe-
cKow Escherichia coli n Clostridium spp., 4To TpebyeT npo-
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BeAeHWUs JaNbHEenlnx uccnefoBaHuint B 6onee npencrasu-
Te/IbHOM rpynne nauueHTos.

3AK/TIOYEHUE

CocTaB K1LWEeYHOM MUKPOBKMOThI Y MTaJeHLEB C NULLEBOWM
annepruev B LENOM XapaKTepU3yeTCs CHUXEHWEM coaep-
aHUS MHAMIEHHbIX MWKPOOPraHW3MOB W MOBbIWEHUEM
YPOBHS NaTo6MOHTOB. B3anMocBA3M poaoBOro v BUAOBOIO
CMNEKTPOB MMUKPOOMOTbI C XapaKTepom ceHcubunusauuu
(IgE-onocpepoBaHHOM/He-IgE-onocpefoBaHHOW) TpebytoT
JanbHenwero ndyyeHus. BoiiBneHHble KOppenaumMm Mexay
NOBbILUEHHbIM COAEPKAHMEM YCIOBHO-MATOMEHHbIX MUKPO-
OpraHM3mMoB B KMLWEYHON MUKPOOBMOTE U HaMYMEM Cneuu-
duYecKom ceHCMbUIn3aLmmn K NULLEBbLIM annepreHam aBns-
loTcsl 060CHOBAHWEM NPOBUOTUYECKON KOPPEKLIMM MUKPO-
6UOTbI Y AETEN C MULLEBOKW annepruen.
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E CLINICAL CASE
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CuHapom PeTta — pejkoe HacsieACTBEHHOe 3abosieBaHue, SIBASIOLEeecs O4HON U3 YacTbiX MPUYNH Pa3BUTUS UHTESI-
JIEKTyal/lbHOWN HEeAOCTaTOYHOCTM Yy AEBOYEK. 3aboneBaHue mMaHupecTupyetr B 6-18 mec u3Hu. K pacrnpocTpaHeHHbIM
cumnToMam cuHApoMa PeTTa OTHOCSITCSl nMporpeccupylollas 3aep Ka rncMxopeyeBoro pa3B1TUsl, PEFPECC paHee Mpu-
06PETEHHbIX PEYEBLIX M ABUraTe/ibHbIX HaBbIKOB, HapylIEeHNe [blIXaHWs, dMNUIErcusl, naTosorusl Xenyao4Ho-K1ILEeYHOro
TpaKTa, 3HAOKPUHHOM, Cepae4yHO-COCYANCTON N MOYEBbIAENTENIbHOM CUCTEM, YTO 3HAYUTEIbHO YXYALLIAET MU3HEAEATE lb-
HOCTb 60/1bHbIX. MHOIrMe AeTu ¢ AaHHbIM 3a60/1eBaHUEM [10J1y4aloT MPOYUAaKTUIECKUE NPUBUBKU C OTCTaBaHWEM OT rpa-
¢purKa 1Mbo He NpuBMBAaIOTCS BOOOBLLE, YTO CBSI3aHO KaK C OTKa3aMu CO CTOPOHbI POANTEIeN, TaK U C HEO6OCHOBaHHbIMU
MEeAULIMHCKUMM OTBOAaMM Yy NMPOo@PUIbHbIX CrieunannucToB. B cTaTbe npeacTaBaeH KIMHUYECKUIA NMpuMep AeBOYKM 5 net
C cMHAPOMOM PeTTa, KOTopasi BaKLIMHMPOBAaach MO3)e CPOKa, yKazaHHOro B HallMoHalbHOM KaneHaape npopuiaktmye-
CKUX NpmnBHUBOK Poccuniickon depepaumnm, u He umesa Bcex Heob6XoAnMbIX MPOPUAAKTUIECKUX MTPUBUBOK /7151 €€ BO3pacTa.
o o6paljeHnn B HUN negmnatpumn u oxpaHbl 340poBbs geter PHLUX um. akag. b6.B. [1eTpOBCKOro nawlmMeHTka oCMOTpeHa
Y3KMMM crieunannctaMu n Harpas/ieHa B OTAEe/IeHUE BaKLMHONPOopuaaKTMk1. Habawogaemon npoBeAeHo ceposiornyecKoe
ncciefoBaHne HanpsXKeHHOCTU UMMYHUTETa K BaKLIMHOYNpaBasieMbIM MHOEKLUMSM A0 M Moc/e Kypca NpUBUBOK, COCTaB-
NIeH uHAUBUAYabHbIA M1aH BakumMHauun. B otgeneHnn npoBegeHa MMMYyHU3aLUMUS MPOTUB BETPSIHON OCrMbl, MHEBMOKOK-
KOBOH M MEHUHIOKOKKOBOW MHQEKLMI, peBaKLMHaLMs NpoTUB MNoJIMOMHUENNTA, a TaKXKe BaKUuMHaLMs NpoTuB renatmta A.
B panbHeviwem cocTaB/ieH naaH BaKUMHaUUKM A5 MPOBEAEHUS MPOOUNAKTUYECKUX MPUBMBOK M0 MECTY XKMUTEJ/bCTBA,
a Tak)XKe peKoMeHAo0BaHa UMMYHU3aLNs BSIMKaNLLEro OKPYKEHUS.

Knro4yeBble cnoBa: BaKLMHaLMs, CUHAPOM PeTTa, KJIMHUYECKUI Cllydan, Cepo0rM4eCKui MOHUTOPUHI, 3alUMTHbIE aHTH-
Tena, naaH BakumMHaumu

Ana uyntnpoBaHunsa: KanoxHaa T.A., ®epoceeHko M.B., Bawakmapgze H.[., ypkosa H.B., WaxtaxtuHckas M.,
ToncTtoBa C.B., CenbBaH A.M., CmupHoBa 0.4., Aubik J1.M., l'y6aHoBa C.I., KoHgpaToBa C.3., HamazoBa-bapaHosa J1.C.
KnuHuyecKknn cnyvam BakumMHaumu naumMeHTa c cuHapomoM PetTa. lMeguatpudeckas papmaronorus. 2025;22(3):294-300.
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OBOCHOBAHME CUS, HapyweHWe AblXaHWs, CYyLOPOXHbIN cUHAPOM. [TomrmOo

CuHapoMm PeTTa aBAgeTca Nporpeccupyowmm Hacnea-
CTBEHHbIM 3a60/5eBaHNEM C X-CLEMIEHHbIM AOMMUHAHT-
HbIM TMMOM HacnegoBaHWs, 06GYCNIOBIEHHLIM MATOrEHHbI-
MW BapuaHTamu B reHe MECP2. laToreHHble BapuaHThI
B JJaHHOM reHe TaKXe onucaHbl Npu TAXKeNown HeoHaTanb-
HOM 3HUedanonatmm y Malb4yMKOB MpPU X-CLENNeHHbIX
pPEeLeCCUBHbIX HapyLIEHUSX WHTENNEeKTyaNbHOro pasBu-
Tnsa. PacnpocTpaHeHHOCTb 3aboneBaHus coctaBnser 1
Ha 10-15 TbIC. KMBbIX HOBOPOXAEHHbIX JINL, }EHCKOro
nona. NepBble cMMOTOMbI NOSABASAOTCA B BOo3pacTe 6-18
MecC: y NalMeHTOB oTMeYatloTcs MUKpoLedanus, nporpec-
cupylolan 3agepxKa NCUxopeyeBbiX HaBbIKOB, CHUXKEHUE
MHTEpeca K OKpy)KalolleMy, HapylleHne noBeaeHus, pac-
CTpOWCTBa ayTUCTMYECKOro crekTpa. [anee npoucxogat
ObICTPbIN perpecc paHee NpuobpeTeHHbIX HaBbIKOB, Hapy-
LEHWE ueneHanpaBieHHbIX ABWKEHUI, MHOXECTBEHHbIE
CTEPEOTUNUU, HapyLEHUs CHa, 6ECNOKONCTBO, HEMOTUBH-
poBaHHbIM nnay. [To mepe nporpeccupoBaHus 3abonesBa-
HUSI NPUCOEAMNHAIOTCS CTaTUYeCKasa M AMHaMUYeCcKas aTak-

NPOrpeccupyioLmx MNOpParKEHUn LEHTPaNbHON HEPBHOM
CUCTEMbBI, Yy NaLMeHTOB oTMevaloTca byHKUMOHaNbHble
HapyLWeHUs XKenyLo4YHO-KUWEYHOro TpakTa, ractpoasoda-
reanbHbl pedntoKe, 3anopbl, HAPYLIEHUS OCaHKK, CKONMO3,
Kndos. Y geten ¢ cuHApomMom PeTTa onucaHbl HapyLlweHus
puUTMa 1 NPOBOAMMOCTMU CepAaLa, BKIOYas CUHAPOM YAU-
HeHHoro QT. 3ayacTylo AeTU C AJaHHbIM CUHAPOMOM HyAa-
l0OTCA B Ha3Ha4YeHUN aHTMBGaKTepUanbHON Tepanuun oT O4HO-
ro Ao NSTW KypcoB B roa [1, 2].

YuntbiBaa cneunduky 3aboneBaHWd WU BO3MOX-
Hble OCJ/IOXXHEHUS, MauMeHTbl BblHYXAEeHbl o6palaTtbes
B cneuvann3vpoBaHHble MeAULMHCKUE LEeHTPbl, 4TOObI
NoNy4YnTb MOSIHOLEHHbIN yXo4 U HEO6XOAUMYIO MOMOLLb.
[MOCKONbKY OAHWM M3 OCHOBHbIX MPOSBAEHWUNA AAHHOro
cUHApOMa fABNAETCH amnHod (60 rMNEePBEHTUNALNS),
HEKOTOPbIM MauMeHTaM Npu pa3BUTUKN TAKENbIX OCNOXKHE-
HWUI CO CTOPOHbI AblXaTe/IbHOM CUCTEMbI YyCTaHaBINBaETCs
TpaxeocToma. YxyalweHne CnoCOBHOCTUM K KOPMJEHMIO,
HeJoCTaToO4YHbIM Habop macchl Tena, gucdarvsa u nno-



X0€ YCBOEHMWE MUK Yepe3 POoT SABASITCSA NOKa3aHUAMMU
K YCTaHOBKE ractpoctomsl [3, 4].

Takne nauueHTbl ya3BMMbl B OTHOLIEHWM NpUcoeanHe-
HUS MHOEKLMOHHBbIX 3a6oneBaHui, a noboe, garke He6Oob-
Loe NoBbIWEHWe TEMMNepaTypPbl MOXKET NPOBOLMPOBATL BO3-
HUKHOBEHMWE CyA0POr, MPUBOAUTL K YYalleHUIO CepAeYHOoro
puTMa M, KaKk cneactBue, K neperpyske cepgua. BarkHbim
npPodUNaKTUYECKUM MEePOoNpUATMEM AN LaHHOW KaTero-
puUn geten aBAsSeTCS 3aluTa OT 6aKTepuanbHbIX U BUPYC-
HbIX NATOreHOB NyTEM aKTUBHOW MMMYHU3aLMK. [auneHToB
C cuHapoMoM PeTTa cnegyeTt nNpuBMBaTb B paMKax Hauu-
OHaNbHOro KaneHgaps npodUNaKTUYECKUX MNPUBUBOK
(HKIMM), a TakXe A0N0IHUTENbHO NPOTMB MHEBMOKOKKOBOW,
MEHMHIOKOKKOBOW MHOEKLMIK U BETPSAHOM ocnbl [5].

K coxkaneHuto, MHOrne aetu ¢ gaHHbiM 3ab6oneBaHnem
HEe MMelT BCeX HeOoB6XOAMMbIX MPOPUAAKTUYECKUX MpPU-
BMBOK /19 UX BO3pacTa, YTO CBA3AHO KaK C OTKa3aMu co
CTOPOHbI poauTenemn, Tak u ¢ He0O60CHOBaHHbIMU MEAULIMH-
CKMMW OTBOAAMM MPOPUIbHBIX CNEeLnanmucToB (Hanpumep,
HeBposnora) [2].

AHanoruyHolM 06pal3oM CKNagblBaeTcsa cuTyauus
W B Apyrux cTpaHax. Hanpumep, no AaHHbIM HeAaBHUX
nccnegoBaHui, NPoBeAeHHbIX B MTanuu, naumeHTbl ¢ CUH-
APOMOM PeTTa 6bliv NPUBUTLI B paMKax PyTUHHOTO rpaduKka
n1wb B 44% cnyyaeB, Npuyem oT rpunna 6bla NPUBKUT NnUWb
KaXkabl YeTBEpPThbIM 60J/IbHOW. [pUBEAEHHbIE AOBOAbI AUKTY-
0T HEO6XOAMMOCTb COBEPLIEHCTBOBAHMUSA CTpaTErMin BaKLm-
HaUWW Ans JaHHOW KaTeropmu nauneHTos [2].

Kak Bo Bcem mupe, Tak u B Poccun oTCyTCTBYIOT YeT-
Kne peKkoMeHfauuu No BaKuWHauWuW, perynstopHas 6asa,
npegycmaTpusalollas npoBeAeHne WMMyHU3auuuM [aH-
HOWM KaTeropuu naumeHToB. OgHaKo B nepuwos naHaemMuu
HOBOM KOPOHaBWMPYCHOM WMHOEKLMWU BbILWNO PYKOBOACTBO
MexayHapogHoro ¢oHaa no 6opbbe ¢ cuHapomom PeTTa
0 HeO6X0AMMOCTH BaKLUMHALMKM NALMEHTOB C 3TUM CUHAPO-
MOM, WX GAMMKaNWKUX POACTBEHHMKOB, @ TaKXKe ML, OCy-
LEeCTBAAIOLNX YX04 3a HUMK, NpoTuB COVID-19 [4, 5].

CornacHo pekoMeHaaunsm AMEPUKAHCKOW Konieruu
aKylepoB-rTMHEKONOroB, NMLLAM YEHCKOro nofla C CWH-
apomomMm PeTta B 06a3ate/ibHOM MNOPSAKE PEKOMeEHAOBa-
Ha BaKUWHaAUMSA NPOTUB NanuIIOMaBUPYCHON WHOEKLMHU,
NMOCKONbKY TaKMe XeHLLMHbl NOABEPKEHbI PUCKY CEKCyalb-
HOro HacCUIUSA 1 HepPaBEHCTBY B AOCTYNE K ycnyram 3apaBo-
oxpaHeHus [6].

Ha 6ase HUW neguatpumn n oxpaHbl 340pOBbS AeTen
HKL, N°2 PHLLX nm. NMeTtpoBckoro B 2021-2023 . NpoBOAMK-
Nnacb Hay4yHo-uccnegoBaTeNbcKaa paboTa, Lenblo KOTOpow
OblNI0 COBEPLUEHCTBOBAHWE OMNbiTa UMMYHOMPODUNAKTUKK.
B TeyeHune Tpex net noa HabMOAEHMEM HAXOAWIUCHL AETH
c opdaHHbIMK 3aboneBaHnsaIMU [7].

B paHHOW cTaTbe npefcTaBneH KJIWMHUYECKUA Cnyyau,
AeMOHCTpUpYOLWUn 9dGEKTUBHOCTL M 6€30MacHOCTb MMMY-
HM3aL MK Y NaUMEHTOB C CMHAPOMOM PeTTa.

KJAWHUYECKUI NPUMEP

O nauueHTe

AHaMHe3 }XU3HU

MauneHTKka A., 5 net. [JeBo4Ka OT nepBon 6epemMeH-
HOCTW, MpoTeKkaBlueh Ha ¢GOHe HOCUTENbCTBA MNanuiio-
MaBUPYCHOM MHbEKLUMK (6-1 1 11-i Tunbl). Poabl nepsble,
camocToaTeNnbHble, Ha 38-1 Hea (Macca Npu POXAEHUU —
3250 r, pnnHa tena — 51 cMm, oueHKa no wrkane APGAR —
7/8 6annos).

AnneproaHamMHe3 OTArOLWEH: XO0s040Bas anneprus,
nuiieBas anneprus npu notpebieHnun NpoayKToB, coaep-
Malux pasnnyHble XMMnyeckme fo6aBKK, U caxapocoaep-
*alux NpoayKToB. B 1 rog 8 mec KpanuBHuULa npu notpe-
6neHnn meaa.

N3 nepeHeceHHblx 3a6oneBaHui: ¢ 2 neT peuuanBupy-
louiMe napuHrotTpaxentbl Ha doHe OPBU (3-4 pasa B roa).
B KauyecTBe Tepanuu NpuHUMana cycrneHauio 6yaecoHwuaa
WHransaunMoHHo. 1IeTCKUMKN nHpeKUnsamum He 6onena.

B 2021 r. npoBeaeHa onepauua No nNoBogy naxoBom
W NMYNOYHOW FPbIXK.
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Rett syndrome is a rare hereditary disease that is one of the most common causes of intellectual disability in girls. The disease
manifests itselfin 6-18 months of life. Common symptoms of Rett syndrome include progressive mental and speech development
delay, regression of previously acquired speech and motor skills, respiratory disorders, epilepsy, pathology of the gastrointestinal
tract, endocrine, cardiovascular and urinary systems, which significantly impairs the vital functions of patients. Many children
with this disease receive preventive vaccinations behind schedule or are not vaccinated at all, which is due to both refusals from
parents and unjustified medical challenges from specialized specialists. The article presents a case report of a 5-year-old girl
with Rett syndrome who was vaccinated later than the date indicated in the national calendar of preventive vaccinations of the
Russian Federation and did not have all the necessary preventive vaccinations for her age. By contacting the Pediatrics and Child
Health Research Institute in Petrovsky National Research Centre of Surgery the patient was examined by specialist specialists and
referred to the Department of vaccine prevention. A serological study of the intensity of immunity to vaccine-controlled infections
was conducted before and after the course of vaccinations, and an individual vaccination plan was drawn up. The department
carried out immunization against chickenpox, pneumococcal and meningococcal infections, revaccination against polio, as well
as vaccination against hepatitis A. In the future, a vaccination plan was drawn up for preventive vaccinations at the place of
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E CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

YpoBeHb pecnupatopHon 3aboneBaeMocTy y pebeHKa
Ha MOMeHT c6opa aHaMHe3a cocTaBnsan 5-6 anuM3040B
B rog.

AHamMHe3 60/1€3HHU

PaHHee MOTOpHOE pa3BUTME Ha MPOTSHKEHWWU NEepPBbIX
6 MeC U3HKM 6e3 3a4epXKKK, Janee C oTCTaBaHWEM: cena
camocToaTenbHO B 8—9 Mec (nocne Kypca Maccaa), B 1 roa
2 mec BCTana y onopbl, NepBble CaMOCTOSATENbHbIE Laru
chenana B 1 rog 8 mec.

PaHHee peyeBoOe pa3BuUTHUE: NNeneT coxpaHanca 4o 2 NeT,
nocne 4yero peayumpoBasncs A0 OTAE/NbHbIX MMacCHbIX 3ByKOB
B paMKax CTepeoTUNUYEeCKMX BOKanusauun. Pedb oTCyT-
cTBOBana.

C 1,5 go 2 net B NOBEAEHMU MOSBUAUCH TUMNEPaK-
TUBHOCTb, CTEPEOTUMNMUK: Hayana MNepuoaMyecku xaonatb
B nagowun. B 2 roga nepectana caguTbCs Ha rOPLUOK,
B JanbHeWweMm MNOCTENEHHO yTpaynBana HaBblKMU: nepe-
cTana pasyBaTtbCs.

C 8 mec Haxogunacb nof HabnogeHWem Hesposora
¢ anarHosdoMm: «flepuHaTanbHaa aHuedanonatus. CuHaPOM
ABUratenbHblX HapylweHu». Monyyana cumnToMatTMyeckoe
nedyenue.

B 2 roga B ¢BA3M C OTCYTCTBMEM peYM, 3a4EePKKON ABU-
raTesbHOro PasBMUTUSA U UBMEHEHUEM NOBEAEHNS NOBTOPHO
06paTUANCh K HEBPONOry C AuMarHo3om: «JHuedanonatus
CNOXHOro reHesa. BelpaXkeHHble peyeBble, yMePeHHO Bbipa-
YKEHHblE 3MOUMOHalNbHbIE, BTOPUYHbIE KOMMYHWKaTUBHbIE
HapylweHus. CeHcopHas ananus. Jucnpakcus pasButus».

B 2,5 roga pgeBo4Ka KOHCynbTMpoOBaHa Jfiorone-
4OM N0 MEeCTYy XWTenbCTBa, BbICTaBNEeH [AMArHoO3:
«APTUKYNALMOHHAA AMCNPAKCUS C HapyllEeHUMEM KOMMYHMU-
KaTMBHOM GYHKUMU. ANCHYHKLMA CEHCOPHOM MHTErpaLUm».

B uioHe 2021 r. (3,5 roga) npoBefeHa 31eKTpoaHueda-
norpadus B COCTOSIHMM CHa W BblBAeHa anunenTudopm-
Hasi akTUBHOCTb B TEMEHHOM OTAefNle crnpaBa, B BUCOYHOM
oTAeNe cnesa, B LeHTpanbHOM OTAeNe cneBa, MHAEKC Cpea-
HuW. Mo pesdynbtataMm I3l HagdHavyeHa NPOTUBOCYLOPOXKHASNA
Tepanus npenapatom [etHuaaH Cadt cupon 50 mr/mn
no 2,5 mMn 1 pas B AeHb Ha HOYb (Tepanus OTMEHeHa cnycTs
HECKONbKO MecsLeB), meTabonuyeckas Tepanus (KOSH3UM
Q4 BUTamMuH B, donmesas K1cnoTa), HOOTPOMNHas Tepanus
(MaHToram).

B 3,5 roga no pekoMeHgauun HeBpoOsora poauTenu c
[EeBOYKON 06paTUINCL K reHeTuKy. PebGeHKy npoBegeHo
CEKBEHMPOBAHWE MOJIHOrO 3K30Ma: OBGHapy)KeHa HyKe-
oTuaHas 3ameHa chrX:154097663C>G (c.3G>C p.Metl)
B reTepo3nroTHOM CcocTosiHun B reHe MECP2, oTBETCTBEH-
Has 3a pa3BuTue 6one3Hn. 06cnefoBaHne maTepu 1 oTua
4ano oTpuuaTenbHbIM pes3ynbTaT Ha Halvine UMeloLWnxcs
MyTaLuK.

Ha MomeHT obpauwenus B HAM neamatpum u oxpaHbl
3[0pOBbSA AeTen AeBOYKa He nofiydyana NeKkapCTBEHHOM
Tepanuu.

BaKuuWHa/IbHbI aHaMHe3

Mp1BWTa NO MHAMBWAYAIbHON CXEMeE: MPOTUB TyBepKy-
nes3a npu poXaeHuu, NPOTUB NMHEBMOKOKKOBOM MHObEKLINK
KOHbIOrMpoBaHHON 13-BaNeHTHOM BaKLMHOW [BYKpaTHO
C MHTEPBAIOM B 2 MEC Ha NepBOM roaly }U3HU U TPEXKPATHO
C MHTEepBanoM B 45 gHen NpoTUB MNOSIMOMMUENUTA UHAKTU-
BMPOBAHHOM BaKLMHOW. B paMKax noJIHOM CXxembl 1 N0 BO3-
pacTy NnpoBeAeHa BaKLMHaLMa NPOTUMB renatuta B, auennio-
NISPHOM KOKJIIOWHO-AUDTEPUNHO-CTOSIBHAYHON BaKLMHOW,
a TaKXXe AMBaKUMHOW AN NpodWIaKTUKM KOpU, napoTuta
M MOHOBAKLMHOW MPOTUB KpacHyxu. MNocTBaKLUMHANbHbIN
nepuon npotekan 6e3 ocobeHHocTen. ExerogHo npoBoau-

nacb UMMyHoAMarHocTuka Tybepkynesa. [JuHamuka Tybep-
KYIMHOBbLIX Npo6: B Bo3pacTe 1 roga — nanyna 5 mm,
B 2 roga — nanyna 3 mm, B 3, 4 roga u 5 net npo6a MaHTy
C oTpuLaTeNbHbIM Pe3ynbTaToM.

dusuKanbHaa AUarHocTuka

Ha MomeHT ocMoTpa Macca Tena pebeHka 6bina 20 Kr,
poct — 115 cm, TemnepaTtypa Tena — 36,5 °C. dusunyeckoe
pa3BuTHe cpefHee, rapMoHuuHoe (MMT — 15,12 Kr/m2).
Mpun ocmoTpe obpaliatoT Ha cebs BHUMaHWE rTMNoTEN0pnU3M,
AMCNNacTUYHbIE YWHbIE PaKOBWMHbI, CXOASLLEECs Kocorna-
3ue. [NoxoaKa HeycTon4MBas, ¢ pa3bpacbiBaHUEM HOT, YacTo
crnoTblkaeTcs. B BepTMKanbHOM MONOXEHWUU YAEPIKUBAET
paBHOBECHE, He HyxXJaeTcs B Noaaeprke. HaBblkn onpsT-
HOCTM yTpayeHbl. Imounn anddepeHuMpoBaHbl cnabo. Pevb
OTCYTCTBYET.

MoAKOXHO-XXMPOBasa KaeTyaTKka pa3BuTa yA0BNETBOPH-
TenbHO, pacnpejefieHa paBHOMEPHO. MbllWeEYHbIH TOHYC
CHUXeH. MNepeaHellenHble, 3agHellenHble TMMGOY3Jibl Nasib-
nupytotcs go 0,5 cm B gnameTtpe, 6e3601e3HEHHbIE, He cna-
SHHblE MEeXAYy COBGO0M U OKpyXaloWwnMn TKaHaMu. OueHeH
py6unk BCG, pasmep Kotoporo 4 mMm. KoxKHble MOKPOBbI
npu ocMoTpe 61e4HO-PO30BbIEe, YNCTble. HOCOBOE AbixaHue
pebeHKa He 6bl10 3aTPYAHEHO, OTAENSIEMOrO HE OTMEYEHO.
3eB He rmnepeMmpoBaH, MUHAANUHBLI TMNEPTPObUPOBaHbI
(2-1 cTeneHu), 6e3 HanoxeHun. B nerkunx abixaHne Be3uKy-
NSIPHOE, XpWUNbl He BbiCaywwMBatoTcA. Yactota cepaeyHbix
COKpalleHnn — 98 ya./MUH, YacToTa AblXxaTeNbHbIX ABUXKe-
HUM — 18/MuH. CepaeyHble TOHbl FPOMKWE, PUTMUYHbBIE.
HUBOT nNpu nanbnaunn MArknin, 6e36one3HeHHbIn. [evyeHb
W cene3eHKa He yBenuyeHbl npu ocmoTpe. CTyn u anypes
B HOpMe.

HeBponornyeckMin ocmMoTp: CO3HaHWE He HapyLeHo,
06LLEMO3rOBbIX CUMMNTOMOB HET, MEHUHIe€abHble CUMMTO-
Mbl OTpULaTeNbHbl. YepenHo-Mo3roBble HEPBLI: CxoasLlee-
Csl Kocornasue, HemocTosiHHoe; aHndokopusa (D < S). ToHyc
MbIWL, NIOKaJbHO NOBbIWEH B crubartensax cTon ¢ peTpak-
LMen axunnoBbix cyXxounuin (D > S). CyxounbHble U HaA-
KOCTHUYHbIE pedieKcbl ¢ PyK — cpeaHen xuBocTtn (D = S);
C HOT: KONEHHble — OXMBJIEHbI C paclimMpeHnem pedneKkco-
reHHbIX 30H B npegenax HWxHen 1/3 6eapa, axunnoBbl —
cpeaHen xuBoctn (D > S). PeTpaKuusa axminoBbIX CyXOXM-
M. YyBCTBUTENBbHOCTb OPMEHTUMPOBOYHO HE HapylleHa.
Ta3oBble GYHKUMKU: HaBbIKM ONPSATHOCTU yTpayeHbl. IMoLuun
anddepeHumpoBaHbl cnabo.

KnuHuyeckuii guarHos

YunTbiBas AaHHble aHaMHe3a W reHeTudyeckoro ob6cene-
[loBaHUs, pebeHKy no MecTy xuTtenbctBa B 3,5 roga ycra-
HOBMiEH AMarHos: «CuHapom PeTTa, TMN HacnegoBaHWs
X-cuenneHHbIn».

MynbTUAUCLUNIMHAPHBIN NOAXOA K BEAEHUIO

nauyueHta ¢ opdaHHbIM 3a6oeBaHUEM

B Bo3pacTe 4 net o6patunacek B HUN negnatpun 1 oxpa-
Hbl 340pOBbS AeTen Ana obcnefoBaHUs WM JanbHenwero
HabnoaeHns. leBoyka 6bl1a KOHCYNbTUPOBaHa Y3KMMU cre-
LuanncTaMu, ycTaHOBAEH KOMMIEKC NONMMOPOULHOCTEN.

OcmoTpeHa opToneaoM, YCTAHOBAEH  AMarHos:
«HapyweHne ocaHKM NO KUGDOCKONMOTUYECKOMY TUNY.
BHyTpupoTaTtopHas ycTaHoBKa Hor. Agaykuus cton (D > S).
MpPUBbLIYHBIM HAKIOH rON0BbLlI BNPaBO (OCTAaTO4HbIE SIBAEHMS
Jle4eHOW NPaBOCTOPOHHEN MbILEYHON KPUBOLLEN).

B 3akntovyeHun odtanbmonora o603HavyeHa ConyTCTBY-
jowas naronorua: «f'unepmerponus cnabow cteneHn OW.
Cxofsleecs, 4YacTMYHO aKKOMOZAaLMOHHOE aflbTEPHUPYIO-
wee Kocornasue O/l».



lMpn ocmoTpe annepronora M OTOPMHONAPWUHIoNora
BbICTaBNEH AMarHo3: «PeunanMBUPYIOWMI NapUHIOTPaxXeuT,
BHe 060CTpeHus. Tuneptpodus MUHAANMH 2-N CTEMNEHM.
MnepTpodusa ageHonaoB 2—3-i CTENEHM».

B peaynbraTe ocmoTpa HeBpoJsiora BbiCTaBfeH Aua-
rHo3: «Cxopsweecs Kocornasue. ATAKTUHECKMM CUH-
APOM. MHTennekTyanbHas HeLOCTaTO4HOCTb. [AMCCOMHMS.
PaccTponcTBO ayTUCTMHECKOro CneKTpar.

[eBo4yKa KOHCYyNbTMpOBaHa reHETMKOM C 3aK/o4nTeNb-
HbIM OCHOBHbIM AnarHo3om: «CuHapom PeTTa. Tun Hacnego-
BaHMA X-CLLEN/IEHHbIN JOMUHAHTHbIN».

OKoHYaTeNbHbIA AUarHo3

Ha ocHOoBaHWM aHamHe3a, fAaHHbIX OCMOTpa Y3KMKX
CneuManncToB YCTaHOB/IEH OKOHYaTENbHbIM AMarHo3a:
«CuHapoMm PetTa. Tvn HacnegoBaHus X-cLUEMNNEHHbIA 4OMU-
HaHTHbIN. Cxopsweecs Kocornasuve. ATaKTUYECKUM CHUH-
APOM. MHTennekTyasbHas HedOCTaTO4HOCTb. [AMCCOMHMS.
PaccTpoicTBO ayTucTMyeckoro cnekTpa. lnepmeTtponus
cnabon cteneHn OU. Cxopsiweecs, YaCTMYHO aKKoMoja-
LMOHHOE anbTepHupylowee kKocornasne OD. HapyweHue
OCaHKM N0 KNPOCKONMOTUYECKOMY THMY. BHyTpMupoTaTtopHas
ycTaHoBKa Hor. AgayKkuus cton (D > S). MpuBbIYHbIA HAKIOH
ronoBbl BNPaBo (OCTaTO4HblE ABAEHUS Ne4YEeHON NpPaBoCTO-
POHHEN MbILLIEYHON KPUBOLLEN). PeunanBuUpytoLmn napuHro-
TpaxewuT, BHe 060CcTpeHus. funepTpoduns MUHAANKH 2-i cTe-
neHu. N’mneptpodus ageHomaoB 2—3-1 CTENEHW».

PekomeHpauuu

Cneunanuctamm 6bl1M AaHbl pEKOMEeHAaLUMn 0 npoBeae-
HMWU Maccaa WeWHOoro otaena No3BOHOYHMKA, ArOANYHbIX
MbILL, M FONEeHEeN, BbINOMIHEHUN GU3MOTEPANUU U MarHu-
TOTEepanuMmM Ha HWXHWE KOHEYHOCTW, a TaKXKe feyeBGHOM
TMMHACTMKKW Ha BbllleyKa3aHHble 30Hbl. ExXegHeBHOE Holle-
HWe BOpOoTHMKa LlaHua 1-2 4 B AeHb U HolweHWe 06yBU CO
CTENbKOM C BbIKNAAKOMW MNpPoAoOSibHOro cBoga. Poautensim
pebeHKa Heob6xoanMMO NpPoBeeHNE MEANKO-TEHETUYECKOro
KOHCYNbTUPOBAHUS CEMbMW MPU MNAHUPOBAHUN AETOPOXKAE-
HUS. B CcOOTBETCTBUM C peKOMeHAaLMAMU OTOPUHONAPUH-
ronora Heo6xoanMMo NpoBeaeHWe NIaHOBOW NOAHAPKO3HON
ajleHoToMWUKU. Bpavyom-HEBPONOroM pPeKoMeHAO0BaHO Mpo-
BeAeHne BaKuMHaLUuK ¢ UCNOoNb30BaHNMEM KOMOUHUPOBAH-
HbIX NPenapaToB, CoAepKaLNX BECKNETOYHbIA KOKIOLWHbIN
KOMIMOHEHT, BCe NpoYre MMMYHOBKHONorMieckue npenaparhbl
MOTYT 6bITb UCMOJIb30BaHbl 6€3 OrpaHUYEeHUN.

NMocne KomnneKkcHoro o6cnenoBaHns MPOPUIbHbIMK
cneunannMctaMu pebeHoK HanpaBieH neanaTpom K Bpady-
BaKLMHONOrY ANS COCTaBfiEHUS WMHAWBWAYaNbHOro niaHa
NPUBMBOK M NPOBEAEHUS UMMYHU3AL MU,

AnMHamuKa u ucxopbl

[lo o6palieHnn B oTaeneHne BaKUMHONPODUNAKTH-
KW [OeBOYKe MNPOBOAMICH pPaCLIMPEHHbIM Cceponornye-
CKMIN MOHWUTOPMHI HaNPSKEHHOCTM UMMYHUTETA K BaKUM-
HoynpaBnsaeMbiM WHQEKUMAIM, BbISBUBLIMIA OTCYyTCTBUE
3alWMTHbIX aHTUTeNn K BeTpsHon ocne. lNpu o6cnenosa-
HUM OOBHapyXKeHbl 3alWTHble aHTUTena K BO36yauTenam
Kokntowa (43 CBEa/mn), audtepun (1,1 YE/Mn), cton6HAKa
(4,7 MEn/mn), kopu (0,58 KI), kpacHyxn (107 ME/mn),
napotuta (NONOXUTENbHLIW), renatuta B (11,2 MME/mn),
nonnomuenuta (3 ME/MN) n Hanuume aHTUTEN K BUPYCY
nanuanombl yenoseka (BMN4Y) 6-ro (2,46 ME/mn) n 11-ro
(2,46 ME/mn) TMnoB (cM. Ta6nuuy). BbisiBneHHble aHTH-
Tena K BMY 6-ro n 11 TMnoB, OTBETCTBEHHbIE 3@ pa3BUTHE
aHOreHWTaNbHbIX KOHAWIOM W nanuaaomato3a ropTaHu,
BEPOSATHO, Obl/IM NOSTyYEHbI OT MaTEPU NyTEM BEPTUKANbHOM
nepegayv Bo BpeMS POAOB.

Mpn Ha6AAEHUN NALMEHTKN B OTAENEHUN BaKLMHOMPO-
duNakTMKM npoBefeHa [ABYKpaTHas BaKUMHaLMA NPOTMB
BETPSIHOM OCMbl YXUBOM aTTEHYMPOBAHHOM BaKLMHON, peBakK-
LMHaLUMS NPOTUB NMHEBMOKOKKOBOM MHbEKUMU 13-BaneHT-
HOM KOHBLIOTMPOBAHHOW BaKUMHOW, UMMYHU3aLMUS NPOTUB
MEHUHTOKOKKOBOW MWHOEKUUN 4-BaneHTHOW KOHBIOrMPO-
BaHHOW BaKUMHOW, NepBas M BToOpas peBaKUMHaLMK Npo-
TMB NONMOMMUENUTa B BUAE MHAKTMBMPOBAHHOM U OpasibHOM
NOMIMOBAKUMHbI (Y4MTbIBAs paHee He 3aBEPLUEHHYIO Cxemy
BaKLUMHaLMM), @ TaKKe MMMYHU3aLMa NpoTUB renatuta A.

MpoBoannachb oLeHKa CoCcTosHWUA pebeHKa B MOCTBakK-
LMHanbHOM nepuoge. MaTb AeBOYKM 3anofnHana AHEBHMK
pervcTpaumMm noboYHbIX NPOSBAEHUI NOCe BaKUMHALMUW.
MpoBeAeHHbIN aHanuM3 AaHHbIX HabNlAEeHUS CBUAETENb-
cTBOBaN 06 OTCYTCTBUM HapyLLEeHUS 06LLErO CaMO4YyBCTBUS,
YMEPEHHO BbIPaXKEHHbIE MECTHbIE MPOSIBAEHMSA NOCIE UMMY-
HU3aLMK HE OTMEeYanucChb.

3a nepuvog, Npoleawmnin ¢ MOMEeHTa 3aBepLlleHns Kypca
npodunakTM4eCcKmnx NPUBMBOK, eBOYKA OLHOKpPATHO 6onena
OCTPOK pecnmnpaTopHon MHbEKLMEN B erkon popme, ann3o-
OB NapuHrotTpaxenta 3adpuKCMpoBaHo He 6bin0. YXyaWeHus
TeYeHMs OCHOBHOMO 3a60/1eBaHUs TaKKe He OTMeYanoch.

Cnegylowmm atanom sBMAOCb NOBTOPHOE nabopatopHoe
uccneaoBaHue aHTUTEN K BaKUMHOyNpaBaseMblM MHOEKUM-
SIM, B XO[l€ KOTOPOrO BbISIBIEH NPOTEKTUBHbIN YPOBEHb K BUPY-
cy nonuomuenuta (86 ME/mn) u BetpsiHon ocnbl (1,6 KI)
B CBSI3U C paHee NpoBeAeHHOW UMMYHU3aLUMeN (CM. Tabnuuy).

MauneHTKe cocTaBieH AaNbHENLWMI NNaH BaKLMHaLMK.
CornacHo [lMpukasy MwuH3gpaBa Poccum ot 21.03.2017
Ne 124H «O6 yTBeEpKAeHWWM MopsiAiKa M CPOKOB NpoBefe-
HUS NPOPUNAKTUHECKUX MEAULMHCKMX OCMOTPOB rpaxkaaH
B Lenax BbiBneHua TybepKynesa» AeBOYKE PEKOMEHAO-
BaHO eXerogHoe nposeAeHne MMMYHOAMArHOCTUKK Tybep-
Kynesa (npo6a MaHTy) Ao 7-netHero Bo3pacTta. HKIM
Poccuiickon deaepaunn npegycMaTpuBaeT peBaKLMHaLMIo
NpPoTMB TY6EepKynesa B 6—7 NeT Npu oTpULaTENbHOM Pe3yib-
Tate nNpobbl MaHTy, NpoBeAeHNEe eXXeroqHon Ce30HHOW BaK-
LUMHaUMS MNPOTMB rpunna MHaAKTUBMPOBAHHOW BaKLMHOM

Ta6nuuya. CeponorMyecKnin MOHMTOPUHE TUTPOB aHTUTEN A0

1 nocne BaKLUMHaLWK

Table. Serological monitoring of antibody titers before and after
vaccination

TuTp aHTUTEN
Ha3zBaHue undekuumu

Ao Mocne
Kokntow 43 CBEa/mn 43 CBEn/mn
CToNn6HSK 1,7 MEg/mn 1,7 MEg/mn
Kopb 0,58 K 0,8 KN
KpacHyxa 107 ME/mn 107 ME/mn
fenatnt B 11,2 MME/mn 11,2 vME/mn
MapoTtut o6HapyeH o6HapyKeH
Ondrepus 1,1 YE/mMn 1,1 YE/mMn
BeTtpsiHas ocna O KN 1.6 KN
NMonnomuenut 3 ME/mn 86 ME/mn
BMY 11-ro Tuna 2,02 ME/Mn 2,02 ME/mn
BMY 16-ro Tvna 0 ME/mn 0 ME/mn
BMY 18-ro tvna 0 ME/mn 0 ME/mn
BMY 6-ro tuna 2,16 ME/mn 2,16 ME/mn

Note. HPV (BIMY) — human papilloma virus.

lMpumeyarne. BIMY — BMpYC nanuanomMbl YenoBeKa.
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E CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

C LUMPOKMM CNEKTPOM BUPYCHBIX LWTaMMOB. B nepcnektnee
peKOMeHA0BaHO NpoBeAeHEe NEePBOM peBaKuMHaLMK Npo-
TUB KOpW, KPacHyxu, NapoTuta U TPeTben peBaKuMHauuu
nNpoTUMB MoAMomMMenuTa B BO3pacTe 6 fieT, a TaKxe BTO-
poW peBaKuMHauMK NpOTMB KOKAwa, aAudtepun, ctonb-
HKa B 6-7 neT, No 3NMAEMMUONOrMYECKUM MOKa3aHUAM
BO3MO}HO NpoBeAeHne UMMYHU3aLMK NPOTUB KNelweBoro
3HUedanuTa No ctaHgapTHOM cxeme. PebeHKy, nmerliemMy
XPOHMYeCKoe 3aboneBaHue, ¢ LeNblo pacliMpeHns cepoTu-
NOBOW 3alMUTbl MPOTUB MHEBMOKOKKa PEKOMEHAOBAHO Npo-
BefleHMe BaKLMHaLUMKM C MCMONb30BaHWEM 23-BaneHTHOM
NHEBMOKOKKOBOW nonncaxapuaHon BakumHbl. C 8 no 15 net
PEKOMEHOBAHO €eXerogHoe npoBefeHue [JMacKuHTecTa,
a no JOoCTUKeHun pebeHKoM Bo3pacTa 9 neT — NpoBejeHne
UMMYHU3aunn npotne BIMY, Bbi3biBalowWwero npegpakosble
W pakoBble 3ab60neBaHns, a TaKKe aHOreHUTallbHble KOHAM-
JIOMbI, COrfTacHO anbTepHaTUBHOM cxeMe [8, 9].

CTOWUT HaMOMHUTb M O Ba*KHOCTM BaKUMHaLMK 6AN3-
KUX KOHTaQKTOB HEMMMYHHbIX /UL, NPOTUB NMHEBMOKOKKOBOM
MHPEKLUMN, KOKOWa, rpunna, reModuibHON MHOEKLMU
TMNa b, KOpPU, KPacHyX1 1 NapoTuTa, BETPSHON OCMbl.

OBCYXAEHHUE

MauuneHTbl ¢ CMHAPOMOM PeTTa MMEIOT CIOXHYI0 U MHO-
rOrpaHHylo KIMHUYECKYID KapTUHY 3aboneBaHusa. Hanuuune
MY/IbTUCUCTEMHbIX COMYTCTBYIOLMX 3ab6ofeBaHWM CO CTO-
POHbl YKEeNyAOYHO-KMILEYHOro TpaKTa, KOCTHO-MbILEYHOM,
3HOOKPUHHOW, CepaevyHO-COCYAUCTON, renatobuinapHom
CUCTEM M ypOreHuUTanbHOro TpakTa TpebytoT YacToro o6pa-
WeHUs B cneuvanmMsanMpoBaHHble MeAWUMHCKUE LEeHTPbI
4NS NOAYYEHUS KOMMIEKCHOM NMOMHOLLEHHON MEAMLMHCKOM
nomowun. OgHOM M3 TUMUYHbIX OCOBEHHOCTEM CUHAPOMA
PeTTa ABNSIOTCS HapyleHUs AblxaHna BO Bpems 604pCTBO-
BaHWS, XapaKTepuayloLlmecs MpucTynaMm runepBeHTUNs-
LMK, 32 KOTOPbIMK CNEAYyIoT anHo3 U CHUXEHWE caTypaLimy,
3aePXKKM AblXaHWa 1 3arnatbiBaHWe BO3ayxa, 4YTo yxyawaeT
KayecTBO }M3HKU naumeHToB [10, 11].

Pe6eHOK ¢ JaHHbIM CMHAPOMOM HYXKJaeTCs B COBMECT-
HOM BeJeHWW Bpavyamu pasn4YHblIX CheuranbHOCTEN,
4YTO MO3BOJMT ONTUMM3NPOBATb MNPOLECC AUATHOCTUKM,
NeYyeHnss OCHOBHOMO 3a60NeBaHNUS U €ro OCNIOXKHEHWUN, a TaK-
e NpoduUnaKTUKM MHOEKLMN.

MpuBeLEHHbIN KNMHUYECKUIA NPUMeEP NMOKa3biBaeT cna-
YKEHHYI0 PaboTy Y3KMX CNELNanMCToB No BeAEHUIO NauneH-
Ta c cMHApoMoM PeTTa, a TakKe addeKTUBHOCTb U 6e3onac-
HOCTb BaKLMHaLMK ANa JaHHON KaTeropuu geTem.

YyuTblBas 4acTble 3MM30A4bl NlAapUHroTpaxeMTa B aHaMm-
He3e, eBOYKa O0COBEHHO HyxJaeTcs B NOCTBaKLMHAaNbHON
3alWuTe OT TaKMX MHOEKUMIA, KaK rpunn, NHEBMOKOKKOBas,
MEHWHIOKOKKOBas, remodpuibHasa nHdexkuus tuna b, BO3-
MOXHO, PECMMPATOPHO-CUHLIUTUANBHOM BUPYCHON MHbEKLIMK.

OpHako B HacTtosilee Bpems 60/bWLMHCTBO MaUMEHTOB
C JaHHbIM CMHAPOMOM KaKk B Poccuu, Tak n 3a pyberkom
4aCTUYHO MK NONHOCTBIO HE MPUBUTLI OT BaKLMHOYNpaBs-
eMblx MHdeKuun [2].

TeMm He MeHee, UMMYyHONpPodUIaKTUKa AaHHOW rpynmnbl
nauneHToB CNOCOBCTBYET 3alMTe OT BUPYCHbIX M GaKTepwm-
aNbHbIX MHOEKUMIR, NpodUNaKTUKE Pa3BUTUA aHTUMONOTUKO-
PE3UCTEHTHOCTU C Y4ETOM BO3MOXKHOI0 NOBTOPHOIO Ha3Ha-
4yeHus aHTUOaKTepuanbHOM Tepanuu, a TaKKe YayylweHuo
KayecTBa XU3HW 6OJbHbIX.

3AKJIIO4YEHHME

B HacTosllee Bpemsa AOCTUHEHWE Haaseallero oxea-
Ta MNJIaHOBOW MMMYyHW3aUMEN ABAAETCA MPUOPUTETHON
3ajja4en s opraHoB 3[paBoOXpaHeHWs BO BCEM MMpe,
npu 3TOM Yy eTen C XPOHUYECKNMMK 3aboneBaHnAaAMMU 4acTo

HabnoAalTCa 3aAEPKKU B BaKUMHALMKW MKW YNYLWEHHble
BO3MOXHOCTK 419 MMMYyHM3auuu. Hanbonee pacnpoctpa-
HEHHbIMWU MPUYUHAMKM OTKa3a poauTeNner OT BaKLMHaLMK
SABNAIOTCH NOXHOE npeacTaBAeHWe O NPOTUBOMOKAa3aHu-
X, CTpax nepej peaxkTUBauuein OCHOBHOro 3aboseBaHus
W pa3Hornacus Mexay HeCKONIbKUMK crneLnannuctamu, yya-
CTBYIOLLMMW B NEYEHUN ITUX AeTen [12].

MepcneKTMBHbLIM HanpaBieHWeM B 3TOM 06/1acTu SBAS-
eTcs pa3paboTKa KIMHUYECKUX PEKOMEHAALNI NO BEAEHMIO
M BaKLMHaLMK NaLMEHTOB C CMHAPOMOM PeTTa.

WHOOPMUPOBAHHOE COIJIACHUE

OT poauTens nauueHTa Noay4eHo MUCbMeEHHoe MHbOoP-
MUpOBaHHOE [06POBO/LHOE cornacve Ha nybanKauuio
B MEAMLIMHCKOM XYypHase, BKA0Yas 3/IEKTPOHHYIO BEPCHIO,
peadynbTratoB o6CnefoBaHus, fleyeHusa (gaTa NoAnucaHus:
19.12.2024).
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KnuHuyecKkuu cnyyam maHudecTtHoum
¢dopmMbl BpoxKaeHHoro cudunauca

B CO4YeTaHUU C MUKOMNa3MEHHOM
MHIEKLUUEN Y HOBOPOXKAEHHOIro pebeHKa

ABTOp, OTBETCTBEHHbIi 3a NEePenucky:

Kawnpckas EneHa MropeBHa, LOKTOP MeAULMHCKUX HayK, 3aBefytollas Kadbeapon rocnuTtanbHoN neguaTpun 1 HeOHaToNorMm ACTpaxaHCKoro
rocyaapcTBEHHOTrO MEAULIMHCKOrO YHUBEPCUTETA

Appec: 414000, AcTpaxaHb, yn. bakuHckas, a. 121, Ten.: +7 (960) 861-13-75, e-mail: kmn2001@mail.ru

O6ocHoBaHMe. BpoXaeHHbIN cnpuanc sBasieTcs BHYTPUYTPOOHON UHDEKLIMEN, XapaKTepn3yoLencs nonopraHHoCTbIo
MOPaXKEHHNS C TSXKEJbIMU MOCAEACTBUSIMU, MPUBOAAUMMMU K MHBaAMaAU3aLmun. lepegada MHOEKUMM OT MaTtepu K BHYyTPU-
YTPOBHOMY PEGEHKY MOXET NMPOU30UTU Yepe3 naaleHTy Uiu BO BPEMS POAOB NOCPELCTBOM MPSMOro KOHTaKTa ¢ UHQU-
LMPOBaHHbIMMW POAOBLIMU MYTAMU MaTepu. PaHHWI BPOXXAEHHbIN CUPUINC y AETEN A0 2 JIET MOXET MPOTEKATh B CKPbITOMN
Popme 6€3 KIAMHUYECKUX MPU3HAKOB C [10JI0KUTEIbHbIMU CEPOJIOrMYECKUMMU PEaKLMNSIMU U B MaHUPECTHOU popme
C BapnabesibHOHU KIMHUYECKOM CUMMNTOMAaTUKON. [1/15 NpO@PUIaKTUKM BPOXXAEHHOIO cuduanca KpamHe Ba)KHbIMM IBJISIIOTCS
CKPUHUHIroBoe 06c/iefoBaHNe 6ePEMEHHbIX XEHIMUH Ha Halndme Bo36yauTesisi 3aboeBaHus, a TaKKe CBOEBPEMEHHO
HayaToe M rMoJHOLEHHOE fieHeHne 6yayLmnx MaTepet B Cydyae nooKUTEbHbIX PE3Y/IbTaToB, YTO B 60JIbLUMHCTBE C/y4aeB
M03BOJISIET U36eXKaTb 3apaKeHusi BHYTPUYTPOOBHOro pebeHka. OnucaHue KAMHUYECKOro cayyas. B rnpegcraBieHHOM
KJAMHUYECKOM CJly4ae HEAOHOLEHHbIN PEGEHOK POXKAEH OT XKEHLUMUHbI C HEJTIEYEHbIM CUPUINCOM, NOATBEPKAEHHbLIM CEPO-
JIOFMYECKM Ha NO34HEM CPOKE 6epPEMEHHOCTH. Y pebeHKa C POXKAEHNS OTMEeYaanch MPU3HaKU BHYTPUYTPOBOHOM MHOEKLNN
C NPEenMyLLEeCTBEHHbIM MOPaKeHNEM re4YeHun. Ha 7-e cyT KM3HM JnarHoCTMpPOBaHa MHEBMOHMS. [1pU PEHTreHo/10rM4ecKom
necnegoBaHumM Tpyb64aThiX KOCTEN 0BHapyKeHbl MPU3HaKM 0CTEOXOHApPUTA. [Tpn cepoormiecKon AuarHOCTUKE BbisiIBJIEHbI
M0J10XXUTE/IbHbIE pe3y/ibTaTbl TECTOB Ha CUPUINC U MUKOMIa3Mo3. Pe6eHOK MnoJiydas KOMIJIEKCHYIO Tepanuio (3TMOTPOri-
HYI0, MaTOreHETUYECKYH0, CUMITOMATUYECKYI0), Ha GOHE KOTOPOH OTMeYasachb Noa0KNTE/IbHas AMHaMUKa. 3aK/l4YeHHue.
B onncaHHOM KJIMHUYECKOM CJlydae 3apaxKeHne BHYTPUYTPOOHOro pebeHKa 6,1eJHOM TPEMOHEMOM M NMPOSIBJIEHNE PAHHEIO
BPOXXAEHHOro cupuianuca B HeoHaTaslbHOM Mepuofe B aKTMBHOM KJIMHUYECKOM Gpopme, NpearnosoxX1TebHO, CBsI3aHsbl
C OTCYTCTBUEM MPOPHIAKTUHECKOIO SIeHEHMS MaTepm Bo BpeMs 6epeMeHHOCTH. [peacTaBieHHbIe AaHHbIE NOATBEPKAAIT
Ba»HOCTb MPOPUAAKTUKN BPOXKAEHHOIO CHUPUIMCa, KOTOpas AO/KHa 3aK1t04aTbCsl B CBOEBPEMEHHOM BbiSIBJEHNN U Jle4e-
HUKU 3a60eBaHUs y ByayLMX MaTepen.

KnwyeBble cnoBa: paHHWI BPOXAEHHbIN CUPUIUC, HOBOPOIKAEHHbIH, MUKOMIa3MeHHass MHQEKLUMNS, KINHUYECKNI
cayyan

Ana ymtuposaHus: NumveHosa H.P., Kawupckaa E.N., lebepeBa 0.B., Mones [.A., TiopuHa O.A., AneKkceesa A.B.,
YweHuHa A.E. KnuHudeckui cnyvyan MaHubecTHoM GOpMbl  BPOXKAEHHOro cudunmca B  cOYeTaHUU
C MMKOMNNIa3MEHHON MHDEKLMEN Y HOBOPOXAEHHOro pebeHKa. [egnatpudeckas papmaxonorus. 2025;22(3):301-307.
doi: https://doi.org/10.15690/pf.v22i3.2914

OBOCHOBAHME Bo36yauTtenb, Kak npaBwuio, He cnocob6eH MPOXOoAuTb

BpoxaeHHbIn cudunmuc npeactaBnser cobon BHYTPU-
YTPOOHYIO MYABTUCUCTEMHYIO MHOEKLMIO, Bbi3blBAaEMYIO
6nefHoOM TpenoHeMOon M nepefatolylocs npeHaTanbHOMY
pebeHKy Yepes3 nnaueHTy oT WMHPUUMPOBAHHOW MaTtepw.
370 3a60neBaHne XxapaKTepmU3yeTcs LUMPOKOM KTMHUYECKON
BaprabeNbHOCTbIO C KOXKHbIMU U BUCLLEPaibHbIMU MPOSiBAE-
HUAMMW, BKAKOYas MEPTBOPOXKAEHME, HEOHATaNbHYIO CMEPTb
N 6eCCUMNTOMHbIE CnyYau. 3apaxeHue BHYTPUYTPOOHOro
pebeHKa Npu BPOXKAEHHOM crdunnce BO3MOKHO Npu Hanu-
4yun 3aboneBaHus y maTepu ele 40 3a4aTus, a Takxke
NPy UHOULMPOBAHUM XKEHLLMHBI BO BpeMS 6€peMEHHOCTH.
Oco6eHHO onacHbIMK A5 BHYTPUYTPOBHOro pebeHKa ABns-
l0TCA Te C/yyYau, KOraa eHWwuHa He nonyvyana cneunduye-
CKylo Tepanuio cudunnca, npm 3ToM PUCK 3aparxeHns NoBbI-
WwaeTcs, ecnn 6epeMeHHOCTb HacTynuia B Te4eHWe NepBbIX
3 net nocne ee UHbMUMpoBaHua [1, 2].

Yyepes HopManbHYO NALEHTY M MPOHUKAET K BHYTPUYTPOG-
HOMY pebeHKy C KpOBblo MaTepu yepe3 MyrnoyHyl BeEHY
npyv MOBPEXAEHUW MAaueHTbl TOKCMHaMU WAU OAPYrUMHU
daKkTopamu [3—6]. N3BeCTHO, 4TO B 6O/bLUMHCTBE CllyYaeB
XapaKTepHas KIMHWYEeCKas KapTUHa BPOXK/IEHHOro cudu-
nuca Habnwogaetcs nNpu UMHOUUMPOBAHUM BHYTPUYTPOO-
HOoro pebeHka nocne 4-ro mec 6epeMeHHOCTU, YTO CBS-
3aHO C HEe3pPenoCTbld MMMYHHOW CUCTEMbI NPeHaTanbHOro
pebeHKa 10 16-i Hep rectaumMmn U ¢ HECMOCOOHOCTbIO NPO-
pearvpoBaTb Ha aHTUreH obpa3oBaHneM aHTuTeN. B npo-
TMBHOM cJ/lyyae oOTMevyanocb Obl pa3BuTME naTofiormye-
CKOro npouecca Ha paHHUX CpoKax, B TOM 4YUC/ie B Nepuos
ambpuoreHesa, 4To npmBeno O6bl K HapyweHuto npolecca
3aKnagku v GoOpmMMpOBaHWUS OpraHoB, CUCTEM, a TaKXKe
K TSXe/IoMY, BO3MOXHO, HECOBMECTUMOMY C }M3HbIO BOC-
nanutTensHomy npoueccy [7, 8].
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g CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

[laToreHe3 BpoXAeHHOro cudunuca npeacraBnger
COBOW C/IOXHbIN NPOLECC, B KOTOPOM KJTIOYEBYIO POJb Urpa-
0T UMMYHHbIN OTBET BHYTPUYTPOOHOro pebeHKa U, B MEHb-
Wwew cTeneHu, ULMTOAECTPYKTUBHOE AeNcTBUe BneaHow Tpe-
noHemsl [9].

B 3aBucumoCcTM OT CpPOKOB MaHudbecTauumM B HacTo-
Allee BpPeMs BbIAENAIOT PaHHUM BPOXAEHHbIM cuduauc,
KOTOPbIN AebloTUpyeT 4O ABYXJETHEro Bo3pacTta, a Takxke
No3AHWA BPOXAEHHbIN cudunmnc ¢ aebloTom nocne 2 ner.
3aboneBaHMe MOXET NPOTEKaTb B aKTUBHOM popme ¢ nopa-
YEHWEM KOXU, OMOPHO-ABUraTe/IbHOro annapaTa, HEPBHOWM
CUCTEMbI, NEYEHWN U APYrMX OPraHOB UIN CKPbITO — 6€3 Ku-
HUYECKOWM CUMMTOMATUKU, HO C MONOXKMUTENbHBIMU CEPOSIOTH-
4yecKuMu peakuuamu [1, 9, 10].

B 2020 r. B Poccun 3apeructpupoBaHo 15 cnyyaes
BpoXaeHHoro cudpununca (1,04 Ha 100 TbiC. MBOPOKAEH-
HblX), MPX 3TOM OTMEYaeTCs EXerofHOoe CHWXKeHue 3abo-
JIeBaeMOoCTH, YTO CBA3AHO C OCOOEHHOCTSAMU KOHTPONS
B YEHCKMX KOHCYNbTaLMaX, KOTOPbIM 3aK/l0HaeTCq B CKPK-
HUHIOBOM CEPONOrMY4ECKOM o06cNefoBaHMKM Bcex bGepe-
MEHHbIX EHLWMWH U CBOEBPEMEHHOM 3TUOTPOMHOM Tepa-
N NPU NO3UTUBHLIX pe3ynbTatax TecTupoBaHusa. OgHaKo
LOCTYNHOCTb MEAMULMHCKOM MOMOLKM He rapaHTupyeT noJf-
Horo o6cnefoBaHus M HabnAEHUS BCex ByayLmnx maTepen,
He BCe 6epeMeHHble XeHLUWHbl BCTAlOT Ha YYeT B XEHCKYIO
KOHCY/bTaLMIO WK NOCeLLaloT ee PeryasapHo, 4To yBenuyu-
BaeT BEPOSATHOCTb BHYTPUYTPOOHLIX MHOEKLMIN, BKOYas
BPOXA€EHHbIN cudbunuc [10, 11]. be3ycnosHo, ANa NpeaoT-
BpallleHWs 3aparkeHus BHYTPUYTPOOHOro pebeHKa KpanHe
BaXHO HayaTb Sile4eHne maTepu B NepBon NonoBuHe 6epe-
MeHHoCTH [12]. B nocneaHue roabl oTMeYaeTcs yBenmyeHume
yucna cnyyaeB BNepBble BbIFBNEHHOO CUPUIUCA Y KEHLLUH
BO BTOPOW NOSIOBMHE BEPEMEHHOCTH U NOCNe POAOB, TAKUM
006pa3oM, YacTb KEHLWMH He ycreBaloT NOoyYuTb MOMHO-
LEeHHbIN Kypc cneunduryecKomn Tepanuu, 4To NoBbIWAaET PUCK
poXaeHUs pebeHKa ¢ BPpOXKAeHHbIM cudunumcom [13, 14].

Bollwecka3daHHoe NPMBOAMT K BbIBOAY, 4TO npobnema

BPOX/IEHHOr0 CUbUINCA OCTaeTCs aKTyanbHOM M TpebyeT
0CBEe[IOMNIEHHOCTH ByayliuX maTepei, 0co60ro BHUMaHUA
crneLunannMcToB B 061aCTv aKylwepcTsa, neanaTpmuu U HeoHa-
TOMOTUK, @ TaKKe PaspaboTKU 3DdEKTUBHBLIX MporpaMm
NPOdUNAKTUKM U TEYEHNSI, YTO NO3BONUT U36EKATb 3apaxe-
HUS BHYTPUYTPOGHOro peGeHKa 1 pa3BUTUS TeNbiX GOopM
3a60/1eBaHNs MOC/E POMKAEHUS.

KJUHUYECKHUHA NPUMEP

PebeHoK I., My>XCKOro nona, poxzaeH oT nepsoun 6epe-
MEHHOCTH, MEePBbIX MNPEeXAEeBPEMEHHbIX POAOB C Maccou
Tena 2290 r, AnMHHOM Tena 45 cM, OKPYXKHOCTbIO rOM0BbI
32 cM™, oueHKor no wKane APGAR 7/8 6annoB. XeHlwuHa
BCTasa Ha y4eT B KEHCKOW KOHCyAbTauMK 3a Tpu [HA
[0 poaoB, B Hayvane 34- Hep GepemeHHocTn. Co cnoB
YKEHLWMHbI, B aHaMHe3e yporeHuTalbHbIi ypeannasmos.
Ha 34-in Hepg G6epeMeHHOCTM Oblna rocnutann3npoBaHa
B BY3 «KnnHU4ecKnt poannbHbIA AOM» . ACTPaxaHu B CBS-
31 C Yrpo3oi npepbiBaHUsi, MHOrOBOAMEM, XPOHWYECKOM
nnaueHTapHoOM HeJoCTaTOYHOCTbIO. YYMTbiBas MNPM3HAKMK
ocTpon peTanbHOM rMNOKCHMKM, NPOBEAEHO POAopa3peLleHne
nyTem onepauuun KecapeBa Ce4YeHUs.

CocTosiHnme pebeHKa Npu poXAeHUn Taxenoe, obycnoB-
NIeHO [AblXxaTeNbHOW HefOCTAaTO4YHOCTbO, YrHETEHWEM LiEH-
TpanbHOW HepBHOM cuctemsbl (LUHC). MNepeBeneH B otaene-
HWEe peaHUMaLMKM U UHTEHCUMBHOM Tepanuun KnuHuyeckoro
poauMnbHOro goma r. AcTpaxaHu, rage Hayata annapaTHas
MUCKYCCTBEHHAs BEHTUNALMA NErKux, BBEAEH 3K30reHHbIN
cypdakTaHT. B HeBponornyeckom craTyce — Mnpu3Ha-
Kn yrHeTeHus LUHC. KoKHble MOKpOBbI PO30BbIE, C WMKTe-
PUYHBIM OTTEHKOM, YMCTble. Ha KOxe XuBoTa M o6nactu
FPYAHOM KNETKM — neTexuu U efUHWUYHble 3KXMMO3bl.
B nerkMx — »KecTKoe [AblXxaHWe, XpuMbl He BbiCAyWwwWBa-
NMcb. YacToTa AbixaTeNbHbIX ABWXeHun (HO4) — 58/MuH.
ToHbI cepaua NpUrayLleHbl, PUTMUYHbIE, YacToTa CepAEeYHbIX
coKpalleHmn — 160 ya./mMuH. UBOT yBennyeH B 00b-
eme, 6e360ne3HeHHbIN. NepuctanbTMKa KUWeYHUKa ocna-
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6neHa. lenatocnneHomeranus. Mpu nccnegoBaHUM KUCNOT-
HO-OCHOBHOIO COCTOSIHUSI KPOBMW BbISIB/IEH BblpaxKEHHbIN
MeTabonMyecKnin aungos. B GMoxummyeckom aHanunse Kpo-
BW OTMeYalucCb runepounupybuHemus (NpsmMon OGuaMpy-
6uH — 65,8 MKMONb/N, Hopma 8,0 MKMONb/N; HENPSAMOMN
ounnpybmnH — 118,9 MKkmonb/n, Hopma 14,0 MKmoOnb/n),
noBbIlWEHWE TpaHCaMWHA3 (anaHMHaMWHOTpaHchepasa
(ANT) — 109,5 Ea/n, Hopma < 40 Ep/n; acnaptaTamuHoO-
TpaHcodepasa (ACT) — 321,5 Ea/n, Hopma < 40 Ea/n), npo-
KanbUMTOHMHA (= 10 Hr/mn, HopMa < 2 Hr/mn). Mo AaHHbIM
KoarynorpaMmbl — siBAeHMA runokoarynsumm. OctanbHble
OMOXMMUYECKME NOKalaTenn KpoBW B npenenax HopMbl:
rnoKkosa — 3,4 MMosb/n (HopMa 2,6-5,5 Mmmonb/n), 06Lun
6enok — 53 r/n (Hopma 40-70 r/n), anbbymuH — 29 r/n

(Hopma 28-44 r/n), moyeBUHa — 7,0 Mmonb/n (Hopma
1,8-8,0 mMmonb/n), KpeaTMHWH — 54 MKMOnb/n (HOp-
Ma 18-88 MKmonb/n), Hatpun — 142,8 mmonb/n (Hop-

Ma 135-150 mmonb/n), kanun — 4,39 mMmonb/n (Hopma
3,5-5,5 Mmonb/n), Kanbunun — 2,2 mmonb/n (Hopma 2,0-
2,75 mmonb/n), mariun — 0,9 mmonb/n (Hopma 0,7-1,03
MMONb/N), ramma-rnytamuntpaHcdepasa (IMT) — 69 Ea/n
(Hopma 10-151 Epn/n), wenoyHasa ¢pocdartasza — 274 Ea/n
(Hopma 50-400 Ea/n). Mpwu peHTreHonorMyeckom o6eneno-
BaHWW B NETKMX 04aroBbIX U MHOUABTPATUBHBIX MUBMEHEHUN
He OGHapy)KeHO, BbIBASANCDH TEHb YBEMYEHHOW MeYeHw,
KoTopas 3aHuMana 2/3 GpoWHON NONOCTH, U TEHb YBENU-
YeHHOM cene3eHKW. Mpu ynbTPa3BYKOBOM MCCeA0BaHUK
OpPIOWHON NONOCTUM — renatocnieHomeranuns. Mo AaHHbIM
HEMPOCOHOrpamMMbl BbiSIBAIEHbI MPU3HAKKM YMEPEHHON Nepu-
BEHTPUKYNSPHOM UWEMUHK, pacluMpeHne BOKOBbIX Xenygo4-
KoB. [Mpu axokapauorpaduun BudyannamposaH GYHKLUOHM-
PYIOLWMI OTKPbITLIM apTepuasnbHbli MPOTOK.

BbicTaBfiieH npeaBapuTenbHbli AnarHos: «MHbeKuums,
cneunduyHasa ana nepuHatanbHOro nepuoaa, HeyTOYHEeH-
Has».

BBuay oTcyTCTBUSA NpeHaTanbHOro o6¢cnefoBaHns mate-
pU, @ TaKXKe HaNM4YUs KNMHUYECKMX NPU3HAKOB BPOXAEHHOM
MHPEKLMM Yy pebeHKa U nogo3peBaeMon G6akTepuasbHOn
npupoabl 3aboneBaHns (MPeAnoOXKMUTENbHO, CTPENTOKOK-
KoBas, rpamoTpuuartensHas ¢nopa, He WUCKIlYeHa cme-
WaHHaa MHbEKUMS) Has3HayeHa cTapToBas aMnMpuyecKas
aHTMbaKTepuanbHasa Tepanus: amnUuUAInMH + cynbbaktam
90 Mr 2 pas3a B CYTKM BHYTPUBEHHO, F€HTAMWUUMH 6 Mr
2 pa3a B CyTKM BHYTPMBEHHO (MPOAOJSIKMUTENBHOCTL Tepa-
nuu — 7 gHERN).

[Ons 6aKTepruonorM4ecKoro MccneaoBaHmns Obiin B3STbl
o6pasLbl TpaxeobpPOHXMaNbHOro acnupaTta, a TakKe KpoBb
ONS aHanuM3a Ha CTepuibHOCTb. B3siTa KpoBb Ans uccne-
0OBaHUA MeToAOM MofMMepasHou uenHow peakuuu (MLP)
Ha BMUpYyc npocTtoro repneca (BN, moya ansa nccnegoBaHus
meTogom MUP Ha untomeranosupyc (LMB).

YyuTbiBas MNposiBNEHUS apTepuanbHOW TMNOTEH3UM,
Ha3HayeHa KapAuoTOoHMYyecKas noffeprKKka podaMuHOM
B A03e 5 MKI/Kr/MWH. C reMoCcTaTUYeCKON LieNbio NPOBOAM-
nacb TpaHcdy3us CBEXEIAMOPOKEHHOM NNa3Mbl.

B AvHamMuKe Ha 2-e CyT XM3HW y pebeHKa oTMevanucb
TOHUKO-KJIOHUYECKME CYAOPOrU BEPXHUX U HUMKHUX KOHEY-
HOCTeW, opanbHble aBTOMatu3Mbl. C NPOTUBOCYAOPOXKHOM
uenbio 6bl10 HavyaTo BBeAeHMEe neBeTupaleTama B Ao3e
20 Mr/Kr/cyT. Cymoporu KynupoBaHbl. Ha 3-M CyT »KW3HMU
No AaHHbIM reMorpaMmbl BbISIBiEHbl TaXXenas aHemus
(remorno6uH — 65 r/n, Hopma 160-240 r/n, 3pUTPOLUTLI —
2,7 x 1012, Hopma 5,5-6,5 x 1012, rematokput — 18%,
HopMa 55%), neitkonenus (neiKkouuTtl — 5,2 x 109, Hopma
15-20 x 109), TpomM60oLMTONEHs (TPOMBOLUTEl — 97 x 109,
Hopma 150-400 x 109). C 3aMeCcTUTeNbHOW LieNbio NpoBo-
avnacb TpaHCcy3us apuTPOLMTapHOM B3BECH, MOCNE Yero

OoTMeYyanocb HapacTaHWe ypoBHSA remornobuHa go 114 r/n,
remaTokpuTa o 31%.

B aMHamuKe coctosiHMe pebeHKa 0CcTaBanioch TAKENbIM.
Ha 5-e cyT KU3HU, yunTbiBas cTabuiibHble NoKa3aTenun reMo-
OWHAMUKKM, KapAMOTOHMYEeCKas MOAAEp)KKa MpeKpalieHa.
MonyyeHbl oTpuuaTenbHble pe3ynbTaTbl aHanM30B KPOBM
metogom MUP Ha BMlN 1-ro u 2-ro TMnoB 1 mo4un Ha LIMB,
a TaKe pesynbratbl 6aKTEPMONOrMiyeckoro obcnenoBaHuns
TpaxeobpoHXMaNbHOro acnupaTa U KpOBU — MUKPOGHOIO
pocTa He BbISIB/IEHO.

Ha 7-e CyT »XWM3HM ¢ AMarHoCTUYECKOM Lienbto NpoBeeHa
noMbanbHas NyHKLUMSA, NpU MCCNefoBaHWKM NMKBOpa naTo-
NIOTMYECKUX UBMEHEHU HE BbIIBNEHO. K KOHLLY 7-X CYT XKK13-
HW, y4UTblBas CTOMKOE CMOHTaHHOE AblXaHWe, ajeKBaTHble
noKkasaTenu caTypauuu, OTCYyTCTBME CYAOPOr, pe6eHOoK Oblf
3KCTYOMpPOBaH W MnepeBefeH Ha [oTauuio YBAAXXHEHHOro
Kucnopoga B Kyse3 4 11/MUH.

Ha 7-e cyT XuW3HW nepesBefeH B OTAeNeHWe aHecTe-
3M0N0MMK-peaHnMaLMm ¢ nanataMm MHTEHCUMBHOMW Tepa-
nun (OAPUT) o6nacTHOM OETCKOM KIMHWYECKOW 6O0JSIbHULbI
(OAKB), rae npoaomKun nonyy4aTb neyeHne n 6bin goodene-
foBaH. CocTosHne pebeHKa ocTaBanoCb CTabWUIbHO TsXKe-
nbiM. CoxpaHsinacb KAWMHWKa uepebpanbHoW Lenpeccuu.
Cygopor He oTMevanocb. CoxpaHanacb KMCI0POLO3aBUCH-
MOCTb, OTMEYasoCb SIerKoe BTS)KEHWE rPyAuHbl Ha BAOXE,
Yya4d — no 54-56/MuH.

KoHcynbTMpoBaH nynbMoHonorom. C y4etom OTCYTCTBUSA
04aroBblX U MHOUABTPATUBHBLIX U3MEHEHWI HA PEHTreHo-
rpamMMe pPeKoOMeHAOBaHO MpoBeAeHUe KOMMbIOTEPHOM
ToMorpadum (KT) nerkux, no pesynbtatam KOTOPOK BbisiBfe-
Hbl MPU3HaAKKW NPaBOCTOPOHHEN MHEBMOHUKU. COXpaHAnnCh
renatocnjeHoMmeranus, npsamas runepounmpybnHemms
(mo 115,9 MKMonb/n), noBbllleHne TpaHcamunHasd (AJIT —
268 Ea/n, ACT — 430 Ean/n). lemopparMyeckux nposaBneHumn
He OTMeYanocb, MO JaHHbIM Koarynorpammbl — 6e3 naTo-
NIOTMYECKUX U3BMEHEHMI. B remorpaMmme CoxpaHsaiucb npu-
3HaKM aHemMuu. [eMogMHamuKa ocTaBanacb CTabWIbHOWM,
KapAMOTOHMYECKOMN NOAAEPIKKM He TpeboBanoch.

MpoBefeH KOHCUAMYM, MO MTOram KOTOPOro BblHECEe-
HO cleaylollee 3aK/oyeHue: y HeLOHOWEHHOro pebeH-
Ka C MOMEHTa pOXAEHWS AvarHocTMpoBaHa MHPEKLMOH-
Has naTonorusi, OCHoBHoe 3aboneBaHWMe — BPOXKAEHHas
MHbeKUunsa (renaTtuT, NMHEBMOHUSA); BeaywMm natodusno-
NIOFMYECKMM CUHAPOMOM Ha MOMEHT OCMOTpa sBAseTcA
natonorus renatobuaMapHoOn CUCTEMbl B BMAE TEKYyLLEro
renatuta C BblPaXEHHbIM LUTONIUTUYECKUM CUHAPOMOM.
PekomeHfoBaHO 06CcnefoBaHMe Ha YPOreHUTanbHbIi MUKO-
nnasmos, NPOACIKEHNE NPOBOAUMOWM TEPaNuM.

YynTbiBass pasBuTME MHEBMOHWMU, MPELMNONOKUTENBHO,
CMeLlaHHOM 3TMONOrMU C BO3MOMHbLIM MPUCOELUHEHNEM
BO36yauTEeNen HO30KOMMUaNnbHON Gnopkl, NpoBeAeHa poTa-
LMS aHTMGaKTepuanbHOM Tepanuu, Ha3HadyeHbl npenapaTtol
LUMPOKOro cneKTpa AencTeus (LedonepasoH + cynbbakTam
85 Mr 2 pasa B CYTKM BHYTPMBEHHO W nuHe3onua 20 mr
3 pa3a B CyTKM BHYTPMBEHHO). C Lenblo NpodunakTUKu
HeJOoCTaTOYHOCTM BUTaMUH-K-3aBUCUMbIX GaKTOPOB Ha3Ha-
yeH 1% meHaauMoHa HaTpusa 6UCYNbOUT.

B3ATbl KPOBb A4/19 UCCleAOBaHNA METOLOM MMMYHObEpP-
MeHTHoro aHanunsa (MPA) Ha MMKoNnasmMo3s, o6pasLibl Tpa-
Xe06pPOHXMaNbHOIO acnupaTta ANl MNOBTOPHOro GaKTepuo-
NIOFMYECKOro UCCNiefoBaHMs, a TaKKe KpoBb ANF aHanv3a
Ha CTepPUNbHOCTb.

MpoBefeHa MarHUTHO-pe30oHaHCHas ToMorpadus ronos-
HOrO MO3ra — NaToN0rMYECKUX UBMEHEHUI HE BbISIBEHO.

Ha 7-e cyT npe6biBaHUA nauveHTa B OTAENIEHUU
(14-e CcyT }KW3HM) NOJIly4eHbl AaHHbIE U3 KEHCKOW KOHCY/b-
TalumK 0 NONOXKUTENbHbIX pe3y/bTaTax UcCnefoBaHns KPOBK
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g CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

KEHLWMHbI Ha cndunumc. NMpoBeaeHa KOHCyNbTaLmMs gepmaro-
BeHeponora, peKoOMeHA0BaHO ceposiornyeckoe obcneaoBa-
HUe pebeHKa Ha cudunuc.

Mpu nNpoBefEHUU CEPONOrMYECKON [AMUArHOCTUKM
Ha cuduanMc Ha 16-e CyT KMU3HM MOJydeHbl chneayowmne

pe3ynbratel: UPA — aHTUTEna K Treponema pallidum
(IgM-nonoxutenbHble, 18G-NONOXKUTENbHbIE); peaKkuns
MUKpOMpEeLMnUTauuMn — MonoXKuTenbHasa (+++), peaxums

nmmyHoodnyopecueHunn (PUP) — nonoxutenobHasa (+++),
peakuus naccuBHomn remMarrntoTuHaunun (PMNFA) — nonoxu-
TenbHasa (+++).

Mpu nccnepoBaHmm Kposu metogom NPA Ha MuKonnas-
MO3 06Hapy»eHbl aHTuTena IgM K Mycoplasma pneumoniae.

Mpn 6aKTEPUONOrMYECKOM UCCNEeA0BaHNMU KPOBU, MOYMH,
OTAENAEMOro U3 3eBa MUKPOBHOIO poCTa He BbISBAEHO.

MpoBefeHO peHTreHonorM4yeckoe uccnegosaHue Tpyo6-
4yaTblX KOCTEN, N0 pe3ynbTaTaM KOTOPOro 06HapyxeHbl Npu-
3HaKK OCTEOXOHApHUTA.

Ha oCHOBaHMM MOMYYEHHbIX AaHHbIX Obll BbICTaBAEH
cneaytowmnn anarHo3. OcHoBHOM: «MHDeKuMs, cneunduryHas
4NS nepuHaTanbHOro nepuoja, yTodHeHHasa (Mycoplasma
pnheumoniae + Treponema pallidum): renatuTt, NHEBMO-
HMS, OCTEOXOHAPUT». OCNOXHEHWE OCHOBHOTO: «[leyeHoYHas
HeaoCTaTo4HOCTb». ConyTCTBYWOWMA: «AHEMWS HE[o-
HOWEHHbIX TSXKenon cTeneHn. HepoHoweHHocTb 34 Heg.
MpepeTnHonatTsa HeaoHOWeEHHbIX 06oux rnas. Cyaoporu
HOBOPOXK/AEHHOro B aHaMHe3e».

MpoBegeH Bpa4vyebHbIM KOHCUAMYM CcheuManmncToB
06/1aCTHOr0  KOXXHO-BEHEPOSIOTMYECKOro  gucnaHcepa,
BbICTaB/IEH AMarHo3: «PaHHMI BPOXAEHHBIN CUDUIIUC C CUM-
nToMaMu». BbIHECEHO 3aKNOYEHME: YUnUTbIBas, 4TO peBEHOK,
Haxogsdcb B CTalMOHape, nofiydan aHTMOUMOTMKOTEpanuio
no gnarHogy «<MHbeKumns, cneyndnyHas 4na nepmHaTanbHo-
ro nepuogar, ne4yeHme no guvarHosy «PaHHWM BPOXKAEHHbIN
cnMPUanC ¢ NPosiBAEHUAMMU» CYUTATb NPOBELEHHBLIM B MON-
HOM o6beme.

Bonpoc 06 oTMeHe rpyaHOro BCKapMaMBaHUS He CTos,
TaK KaK pebeHOK C pOXKAEeHUS BCKapMAMBascs UCKYCCTBEH-
HOW CMECbIO MO NPUYMHE aranakTum y Matepu.

MaTb pebeHKa o6¢cnefoBaHa B 0671aCTHOM KOXHO-BEHe-
PONIOFMYECKOM AUchaHcepe, BbiCTaBleH AuarHos: «Lues
Latens praecox», Ha3dHa4veHa cneunburyecKkas Tepanus.

Pe6eHOK KOHCYNBTMPOBaH cneunanMcTaMu: HEBPOOrom
(3akntoyveHue: «[lepuHaTanbHas aHuedanonatus cmellaH-
HOM aTnonoruu. LlepebpanbHas genpeccus. HeoHatanbHble
Cyooporu, pemuccus»); obTanbmMoNOrom (3aKloveHue:
«[TpepeTnHonaTMs HeAOHOWEHHbIX 060UX rnas»); XMPyprom
(3akntoYeHue: «JaHHbIX 3a XMPYPruyecKyto NaTonoruio HeT).

Ha doHe neyeHuns B oTaeneHnm peaHnmalMm coctosHme
pebeHKa C NOIOKUTENbHOM AMHAMMUKOM. Ha 19-e cyT XKU3HHK
B CBSI3M C OTCYTCTBMEM CYAOPOT U MapoOKCU3ManbHON aKTUB-
HOCTW Ha 3neKkTpoaHuedanorpaMme MpPOTUBOCYLOPOKHASNA
Tepanus 6bla oTMeHeHa. lNoKka3aTenn KUCNOTHO-OCHOBHOIO
COCTOSIHMSA B HOpMe. Ha 23-1 cyT KM3HU KncnopogoTepanus
npeKpaLeHa, OKCUreHMpyeTCs CaMOCTOATENbHO, MpoBeAeHa
nosTopHas KT nerkux, no pesynsrataMm KOTOPOW 0TMeYanochb
paspelleHre NpU3HaKoB NPaBOCTOPOHHEN MHEBMOHUMU.

BBMAY MNONOKMTENBHON KAMHUKO-MHCTPYMEHTAIbHON
AVWHaAMUKK aHTHGaKTepuranbHas Tepanusa NPpoAoXKeHa paHee
Ha3Ha4yeHHbIMX nNpenapatamu. CuMNTOMaTUKa YrHeTeHus
KynupoBaHa. fBAeHWs renaTocnjieHomeranmm ymeHblu-
NMCb, NO NabopaTopHbIM AaHHbIM: npsmas 6unanpybuHe-
MU U TpaHCaMMUHA3EMWUS CO 3HAYUTENbHBbIM CHUXKEHUEM
(NnpsAMOM GUAUPYOUH — 74,6 MKMONb/N, HENPSAMOW GUAKPY-
6uH — 80,3 mkmonb/n, AIT — 75 Ea/n, ACT — 50 Ea/n),
ocTafbHble BMOXMMHUYECKNE NMOKa3aTenn KPoBu B npeaenax
HOPMbI (NPOKanbUUTOHMH — 0,06 Hr/mn, rwoKoza — 3,2

MMOSNb/N, 0bwmnin 6enok — 54 r/n, anbbymmH — 33 /N,
MOYeBUHA — 6,2 MMOJIb/N, KpeaTUHUH — 47 MKMOJb/N,
HaTpu — 136,7 mMmonb/n, Kanun — 4,39 MMOAb/N, LLEenoy-
Has docdartasa — 245 En/n, ITT — 64 En/n. B remorpam-
Me — 06e3 NaToNIOrMYEeCKUX U3MEHEHUN (IPUTPOLNUTBI —
4,3 x 1012, remorno6uH — 133 r/n, neikoumntsl — 6,2 x 102,
TpomMBoLnTLl — 260 x 109).

YynTbiBasi CTOMKYIO MONOKUTENBHYIO AMHAMUKY, HOpMa-
nM3aunto nabopaTopHbIX M MHCTPYMEHTaNbHbIX NOKa3aTte-
nen Ha GoHe NpoBOAMMOWN aHTUBaKTepuanbHOW Tepanuu,
OT Ha3Ha4yeHUs NpenapaToB NEHULUINIMHA B Ka4yecTBe 3TUO-
TPOMHOIrO NevyeHuns cudunmca peLleHo Bo3aepKaTbCs.

B Bo3pacTte 1 mMec 4 gHEW XU3HKM nepeBedeH B neaua-
TpUYecKoe oTaeneHune, oTKyaa 6bla BbiNMCaH B yAOBNETBO-
pUTENBHOM COCTOSIHMM NOA HabnwaeHwe neguatpa, Aep-
MaToBeHeposora, Hesposora, odranbmonora. Ha MoMeHT
BbIMUCKKU U3 CTaLMOHapa nokasaTenun npsaMoro 6unupybuHa
HOPMa/IM30BaNUCb, COXPaAHANOCb HE3Ha4YuTeNbHOE MNOBbI-
LeHne TpaHcaMunHaa (npsmon 6unmnpybuH — 10,6 MKMOSb/N,
Henpsmon 6unupybuH — 45,4 mkmonb/n, ANIT — 50 Ea/n,
ACT — 44 Ep/n).

BpemeHHas wKana

XpOHONOTrUa  KAK4YEBbIX COObITUM nNpefcTaB/ieHa
Ha PUCYHKe.
OBCYXAEHME

PaHHUI BpoOXAOEHHbIM cudunuc asngeTca 3abone-
BaHMEM, MNpu KOTOpom O6negHas TpenoHema, nonajas
yepes nnaueHTy B KPOBOTOK BHYTPUYTPOBGHOro pebeHKa,
MOXET nopaxkaTb pasfiMyHble OpraHbl U CUCTEMbI, YTO 06Y-
C/IOBNMBAET LUMPOKYIO BapuabenbHOCTb KAMHUYECKUX NPO-
ABJIEHUN MHPEKUMM nocsie poxaeHud. Mpu 3TOM PUCKK
deTanbHOro 3apaxeHusa v PasBUTUS TAXKeNbIX NoCTHaTanb-
HbIX MPOSAIBAIEHMI NOBbILLAIOTCS NPU OTCYTCTBUM cneundurye-
CKOro fie4eHnss 6epeMeHHOM KeHLmHbl [3, 10].

B npeactaBneHHOM KAMHUMYECKOM clyyYae WHbeKuus
y pebeHKa MaHubecTupoBana B aKTUBHOW KJIMHUYECKOM
dopme, 4TO ¢ 6onblEN BEPOATHOCTLIO CBA3AHO C HECBOe-
BPEMEHHO [AMarHOCTUPOBAHHBLIM CUUANCOM Yy MaTepu
W, KaK cnefctaune, OTCYTCTBMEM cneunduyeckon Tepanuu
BO BpeMsi 6epeMeHHOCTU. PaKT MEPEHECEHHOTO KEHLLMHON
cudunnca 6ol YCTAHOBNIEH YKe nocne pofos, Koraa 6bina
nonyyeHa nHdopmaLmsa U3 KEHCKON KOHCYbTaLun o Nono-
UTENbHbIX pesynbTatax CeponorMyecKoro TecTMpoBaHMUS
KpOBMW.

CornacHo KAWHWYECKMM peKoMeHAauuaM, Ceposoru-
yecKas AuMarHoctuka cudunnca BKAOYaeT B cebs HeTpe-
NOHEMHble (PeaKuus MUKponpeumnuTaumm, TecT 6bICTPbIX
nna3MeHHbIX pearnHoB, TecT MiccnegoBaTenbcKon nabopa-
TOPUU BEHEPUYECKMX 3ab0NeBaHni) U TPENOHEMHbIE TECTbI
(MDA, PUD, PIMTA, peakumss Mmmobunnsauuu GnefHbix
TPENOHEM, MEeTOh UMMYHOXEMUIIOMUHECLEHLUU, UMMYHO-
xpomaTorpaduyeckoe uccnegosanue). MNpu atom Tpeno-
HeMHble TecTbl o6nagaloT 60/5ee BbICOKOM 4yBCTBUTENb-
HOCTbIO M CNeUMdUYHOCTbIO M MCMONb3YTCH AN noa-
TBEPKAEHUSA MO3UTUBHbIX PE3YyNbTaTOB HETPEMOHEMHbIX
TEeCTOB, a TaKXe ANs AMarHOCTUKKU cuduanca y nauMeHToB
M3 rpynnbl pucka. MHTepnpeTtauuto pe3ynbTaTtoB cepo-
NIOFMYECKUX UCCnefoBaHUi 3a4acTylo 3aTpyaHAOT mate-
PUHCKME aHTUTena K BO36yauTento Knacca G, KoTopble
CNOCO6GHbI MPOHUKATb Yepel3 nnaueHTy K BHYTPUYTpPOOG-
HOMY pebeHKy M OonpeaensiTbCs y Hero nocne poxpge-
HUs. N3BecTHO, 4TO cneunduyeckne UMMYHOrnoByNuHbI
Knacca M, KoTopble ABAAOTCS COOCTBEHHbIMU aHTUTENAMU
pebeHKa, 06HapyKunBatoTcs TonbKoy 75—-80% aeTtew ¢ paH-
HUM BPOXAEHHbIM cudunauncom [1].
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Figure. Chronology of key clinical events in patient G.

Note. ARICU RCCH (OAPUT OAKB) — anesthesiology, reanimation and intensive care unit of regional children’s clinical hospital; PCR
(MLP) — polymerase chain reaction; HSV (BININ) — herpes simplex virus; CMV (LUMB) — cytomegalovirus.

B onucaHHOM KAWMHWYeCKOM HabnwaeHnn pebeH-
Ky ObliM NpoBefeHbl HeTPernoHEeMHble TeCTbl, KOTOpble
noKasanun MONIOKUTENbHbIM pe3ynbTaT, U TPernoHeMHble
peaKkuuu, MO3BONUBLLUME BbIABUTb Hanuyne cneunduye-
CKMUX aHTUTen Knacca M, 4YTO yKas3blBano Ha aKTUBHOCTb
MHOEKLIMOHHOMO npoLecca y HOBOPOXAEHHOr0. Y4ynTbiBas,
YTO OAHWM M3 Haubonee paHHWX MNAaTOrHOMOHWYHBIX MPO-
ABMIEHUN BPOXKAEHHOrO cudunnca ABNAETCA MOparkeHue
OMOpHO-ABUraTeNbHOro annapata, NpoBeAeHa peHTre-
Horpadua TpybyaTbiXx KOCTEW, MO pel3ynbTatamM KOTopou
BbISIBIEH OCTEOXOHAPUT. COBOKYMNHOCTb aHAaMHECTUYECKMX,
KNMHUYECKUX M NabopaTOPHO-UHCTPYMEHTaNbHbIX AaHHbIX
no3BosnNa BbICTAaBUTb AMArHo3: «PaHHW BPOXKAEHHbLIN
cudunncr.

B cooTBETCTBMM C MMELWWUMUCH OTeYeCTBEHHbIMU
M 3apybeXKHbIMKU peKoMeHAauusaMu, 3TMOTponHas Tepa-
NUst BPOXKAEHHOTO cudbuanca NpoBOAUTCH aHTUOUMOTUKaMMU
M3 rpynn NeHUUMnIMHoOB unm uedanocnopuHos [1, 6, 15].
B npefctaBneHHOM KMHUMYECKOM cllydae pebeHOK C POX-
JeHna nonyvyan KOMOGUHMPOBAHHYI aHTMOGaKTepuanbHYylo
Tepanuto aMnUUUIIMHOM M FTEHTaMULMHOM C nocneayowen
poTauuen Ha KoMbuHauuo «uedonepasoH + cynbbakTam»
N NIMHE30N[ B CBSA3KU C pa3BUTUEM MHEBMOHUMU.

Cneuundunyeckylo Tepanuio, HanpaBieHHYD Ha MWKO-
nnasmMeHHylo MHPEeKLMo, pebeHoK He nony4vyan. YyuuTbiBas
YyBCTBUTENBbHOCTb MMKOMAA3M K Makponuiam, npumeHe-
HWe npenapaToB 3TOW rPynnbl B KayecTBe 3TUMOTPOMHOIo
Nle4eHus, BEpOSTHO, CnocobCcTBOBaNo 6bl 60n1ee 6bICTPOMY
KYNMUPOBaHUIO KAWHUYECKUX MPOSIBAEHUNA WM COKpaLLEHMWIO
NPOAOIKUTENBHOCTU 3a60NeBaHUs.

lMpyv CBOEBPEMEHHO HayaTOM Je4YeHUU TMpPOrHo3
BPOXAEHHOro cuduamca OTHOCUTENbHO GNaronpuaTHbLIN.
YXyaweHuto TeyeHnsa 3aboneBaHns cnocob6CTBYIOT HELOHO-

LWWEHHOCTb, BHYTPUYTPOOHAsA rMnoTpodus, Hanuyme conyT-
cTBytowen natonoruu [3, 10].

B onMcaHHOM K/IMHWYECKOM Cilydae NPOrHO3 AN KU3HU
W 340poBbA GnaronpuaTHbIK. MNocne NpoBeAeHHOro nevye-
HUS pebeHOK BbiNUCaH B YAOBETBOPUTENIbBHOM COCTOSHUMU
nos ambynatopHoe HabnaeHne cneLmanmcToB.

MpeacTaBneHHbIM cnydyal AOKa3blBaeT KPUTUYECKYIO
BaXHOCTb MpeHaTanbHOro CKPWMHWUHIA U CBOEBPEMEHHOro
neyeHus cubunuca y 6epemMeHHbIX XKEeHLWMH, YTo Mo3BO-
NUT npegynpexaatb deTanbHoe 3aparkeHne W pasButue
TSXeNblXx dopM 3aboneBaHusa y pebeHKa. [1o3aHAs nocTa-
HOBKa XEHLWMHbl Ha y4eT no 6epeMeHHOCTM He NO3BOAUNA
CBOEBPEMEHHO [MarHoCTMpoBaTb Tsenoe 3aboneBaHue,
4YTO MPUBENIO K 3apaKeHuto BHYTPUYTpOOHOro pebeHka
W Pa3BUTUIO NPOSBIEHWUI PAHHErO BPOXAEHHOro cudunmca.

3AK/IIOYEHHME

HecMoTps Ha peaKocTb MaHUdeCTHON GOpPMbl BPOXKAEH-
Horo cndunmca B HacTosiLee Bpems, npobnema 3Toro 3a6o-
NleBaHUsA OoCTaeTcs akTyalbHOW. CKpbIToe TeyeHne UHbEK-
UMK y 6epemMeHHblX, MO34HAS AMarHOCTMKa U OTCYTCTBUE
cneunduyeckon Tepanumn NPUBOAAT K UHOULMPOBAHUIO BHY-
TPUYTPOGHOIro pebeHKa U Pas3BUTUIO TAXKENbIX NPOSBIEHUN
nocne poxAaeHus.

MpodunakTnka BPOXAEHHOrO cudunuca, 6e3ycnoBHO,
aBaseTcsa Hanbonee addeKTUBHLIM METOAOM 60Pb6bI C 3TUM
3a6o05eBaHMeM M [O/MKHa 3aknyaTtbca B TWaTebHOM
cbope MaTepUHCKOro aHaMHe3a, CBOEBPEMEHHOM BbIsIB-
NIEHUN U Nle4eHUU 3aboneBaHUsA Y BGEPEMEHHbIX KEHLLMH.
MoBbllWeHNe 0CBEAOMNEHHOCTU MEAULIMHCKUX PabOTHUKOB
W HacefneHus B LeSIOM, MOCTOSIHHOE COBepLIEHCTBOBaHME
CKPUHWHIOBbIX NPOrpamMm KpanHe BakHbl 419 3ddEKTUBHOM
npobUNaKTUKKM BPOXAEHHOro cudunumca.
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g CLINICAL CASE

KJIUHUYECKUU CNIYHAHU

UWHOOPMUPOBAHHOE COIJIACHE

OT 3aKOHHOro npeactaBuTENd pebeHKa npu obpaule-
HUM B MEAMLIMHCKOE Y4YpEexKAeHWe MOoNy4YeHO MUCbMEHHOEe
MHPOPMMpPOBaAHHOE A06POBOSILHOE COrflacMe Ha WCMNoSb-
30BaHWe pe3ynbTaToB 06CNe10BaHUs U Ie4EHNS C Hay4YHOM
Lenblo.

INFORMED CONSENT

Patient’s legal representative has signed informed
consent on the use of results of treatment and observation
for scientific purposes (signed at admission to medical
facility).
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g CLINICAL CASE

KJIUHUYECKUU CNIYHAU

KnuHuyeckum cnyvyam

https://doi.org/10.15690/pf.v22i3.2917 M) Check for updates

E.B. Cu6upckasal' 23, U.B. KapayeHuoBal 2, A.C. AHHaKyn1uMeBaZ,
T.H. UBaHoBcKasal' 2, 10.A. Kupunnosa?2, U.A. MeneHuyk2, A.A. Kosanesal

1 Poccuitckuit HaLMOHaMbHbIN MCCea0BaTEeNbCKUI MeAULIMHCKMIt yHuBepcuTeT uM. H.U. Muporosa
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2 Poccuiickan AeTcKas KMHuYeckas 6o0nbHMLE, MockBa, Poccuiickas deaepaums
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TecTUKynapHaa ¢oopma HapylleHUs
dopmMupoBaHUa nosa NpuU Kapuotune
46,XX: KIMHUYECKUN cnyyam

ABTOp, OTBETCTBEHHbI! 32 NEPENUCKY:

Kapa4eHuoBa MpnHa BacunbeBHa, KaHAMAAT MEAULIMHCKUX HayK, Bpay aKyllep-rMHeKonor, OLEHT Kaheapbl akylepcTBa U TMHEKOA0r UK

uM. .M. CaBenbeBoi MHCTUTYTa MaTepuHCTBa M ieTcTBa POCCHIICKOr0 HaLMOHaNbHOMO UCCNEA0BATENLCKOrO MEAMLIMHCKOTO YHUBEPCHUTETA

uM. H.W. Muporosa (M1poroscknim YHUBEPCHUTET), MaBHbI BHELWTATHbIA CneuuanncT TMHEKON0r AETCKOro U IOHOLWECKOro Bo3pacTa [enaptameHTa
3/1paBoOXpaHeHust ropoaa MoCKBbI

Appec: 117997, MockBa, yn. OCTpoBUTAHOBA, 4. 1, cTp. 7, Ten.: +7 (925) 505-31-04, e-mail: 5053104@list.ru

0O6ocHoOBaHHMe. B cTaTbe npeacTaBaeH peaKuii cayydan HapylweHus popmmpoBaHus nona (H®I), 46-XX-male, semoHcTpm-
pytoLmit He06X0AMMOCTb CBOEBPEMEHHOM IMArHOCTUKN, KOHCEPBATMBHOIO M XMPYPrM4€CKOro 1€4eHms, NOJYEPKHYTa BaXK-
HOCTb MYy/IbTUAUCLMITIMHAPHOIO noAgxoAa. B cBsi3u ¢ Masiok 4acToToN BCTPEYaeMOCTH JaHHOHM NaToorum B paHHEM BO3-
pacTe onMcaHMe HOBOro cjy4asi npeAcTaBiseT HECOMHEHHbIA MHTEPEC M HAaYYHO-MPAKTUYECKYIO 3Ha4YMMOCTb. OnucaHmue
KJIMHU4YecKoro cayyas. [lpuBefieH KIMHUYECKMI CayYal naumeHTKku 12 net ¢ guarHo3om «lectukynspHas ¢opma HPl
npu Kapuotune 46,XX». OnucaHbl 3Tanbl AUArHOCTUYECKOro MOMCKa, Criocobbl T€YEHMS B 3aBMCMMOCTU OT BO3pacTa,
TeyeHuss 3abosieBaHus, OTBET Ha Tepanuio. 3aKaryeHue. lauyneHtam ¢ guarHo3om H®PI pekomeHg0BaHO MOCTOSIHHOEe
HabngeHne Bpayei-crneynaanucToB C LIE/IbI0 Ha3HAYEHUS N KOPPEKLMU KOHCEPBATUBHOMN Tepanuu, PeLieHus BOMpoCcoB
0 XMPYPruYECKUX METOAax Ie4YEeHUS, Yy IIEHUS] KA4eCTBa XN3HU 1 peann3aLmnu penpoayKTMBHON QYHKLMH.

KntouyeBble cnoBa: HapylueHne onpeaeneHus rnosa ssnM4eK, ANCreHe3uns rosioBbiX Kenes3, CMHAPOM ae ns LLlanensi, cMHApom
XX My)XYUHbI

Ana uyntnpoBaHunsa: Cnéupckas E.B., KapayeHuoBa W.B., AHHakynueBa A.C., MBaHoBcKas T.H., Kupunnosa (O.A,,
MeneHuyk U.A., KoBaneBa A.A. TecTukynsipHas ¢opma HapylweHus GopMmnpoBaHKsa nofa npu Kapuotune 46,XX: KNUHKU-

YyecKkum cnyyan. lNeguatpmyeckas papmaronorus. 2025;22(3):308-314. doi: https://doi.org/10.15690/pf.v22i3.2917

OBOCHOBAHME Cpean mMHoroo6pasvsi NMOPOKOB pPa3BUTUA y AeTen
HapylweHna nonoBoro pasBUTUS — 3TO TEPMMWH, C HapyLWeHMaMM NOMOBOro pas3BUTUS 0co60e MECTO 3aHMU-
Mcnonb3yembln AN 0603HaYeHUsI PasUYHbIX PeaKuX MatoT HapyweHusa dopmupoBaHusa nona (HPMM). 3T BpoOXK-
COCTOSIHWUW, KOTOPblE XapaKTepU3YKTCH XPOMOCOMHbLIMMU, [LeHHble 3aboneBaHMA XapaKTepu3yloTCH HeMnpaBW/bHbIM
rOHaAHbIMW W FEHWUTaNbHLIMKU HECOOTBETCTBMUSMM B pas- CTPOEHUEM HaPYXHbIX W BHYTPEHHUX MONIOBbLIX oOpra-
BMTUKM nona [1]. HOB. YacToTa AaHHOro COCTOSfiHMSA cocTaBnger 1 crydvaw

Elena V. Sibirskaya?l' 2: 3, Irina V. Karachentsoval’ 2, Ayna S. Annakulieva2, Tamara N. Ivanovskaya?l’ 2,
Yuliya A. KirillovaZ, Irina A. Melenchuk?, Alena A. Kovaleval

1 N.I. Pirogov Russian National Research Medical University, Moscow, Russian Federation
2 Russian Children’s Clinical Hospital, Moscow, Russian Federation
3 The Russian University of Medicine, Moscow, Russian Federation

46,XX Testicular Disorders of Sex Development: Case Report

Background. The article presents a rare case report of sex development disorder (DSDs, 46-XX-male), demonstrating the need for
timely diagnosis, conservative and surgical treatment, and emphasizes the importance of a multidisciplinary approach. Due to the
low frequency of occurrence of this pathology at an early age, the description of a new case is of undoubted interest and scientific
and practical significance. Case Repot. A case report of a 12-year-old female patient diagnosed with 46,XX testicular disorder of
sex development is presented. The stages of the diagnostic search, treatment methods depending on age, course of the disease,
and response to therapy are described. Conclusion. Patients diagnosed with disorders of sex development are recommended to
be constantly monitored by doctors in order to prescribe and correct conservative therapy, resolve issues about surgical treatment
methods, improve the quality of life and implement reproductive function.

Keywords: testicular sex determination disorder, gonadal dysgenesis, de la Chapelle syndrome, XX male syndrome

For citation: Sibirskaya Elena V., Karachentsova Irina V., Annakulieva Ayna S., Ivanovskaya Tamara N., Kirillova Yuliya A., Melenchuk

Irina A., Kovaleva Alena A. 46,XX Testicular Disorders of Sex Development: Case Report. Pediatricheskaya farmakologiya — Pediatric
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Ha 4,5 TbIC. XMBOPOXAEHHbIX AeTen. AHOMabHOE CTpoe-
HWE HapPYXHbIX MOJIOBbIX OPraHoOB, rOPMOHaNbHas Heao-
CTaTOYHOCTb, 6ecnnofme BeayT K GOPMUPOBAHUIO TAHKENbIX
NMCUXONOTMYECKUX PACCTPONCTB Y pebeHKa M ero poACTBEH-
HWKOB [2]. 3TO He NO3BONISIET CBOEBPEMEHHO U JIOCTOBEPHO
onpeaennTb non pe6GeHKka B paHHEM Bo3pacTte U TpebyeT
cneumnanbHbIX MeTo40oB 06cneoBaHNs, a TaKKe yvyacTus
cneunanucToB pasnuyHoro npoduna [3]. C pasBuTHMEM
COBPEMEHHbIX METOAOB MOJIEKYNSAPHO-TEHETUYECKOW Ana-
FHOCTMKM B MNOcCfiegHee AecAaTUNeTMe OTKPbIT Lenbld psj
HOBbIX perynatopos AndbepeHUMPOBKN roHaa, Hapylue-
HUSA 9KCNPECCUM KOTOPbIX MOTYT NpnBoanTb K HPI [4].

46 ,XX-TecTuKkynspHble H®PIM — rpynna reHeTM4ecKku
[eTEPMUHUPOBAHHbLIX GOPM MEPBUYHON HEAOCTATOYHOCTH
TECTUKYN Y MYyXK4nH. B 80% cnyvyaeB 3aboneBaHve pa3BuBa-
eTcs B pedynbraTe KpoccuHroepa reHa SRY Ha X-xpomocomy
B npolecce menosa rametoreHesa y otua. CMHAPOM onu-
caH B 1964 r. Bpadyom A. ge na llanenem Kak dopma
rMNOroHagM3Ma y MYXYMH, MMelWwnx Kapuotun 46,XX.
PacnpocTtpaHeHHoCcTb cocTaBnaseT 1 cnyyanm Ha 20 Toic.
HOBOPOMX/EHHbIX Manb4ynKoB. BblaensoT ase GpopMbl CUH-
apoma: SRY-no3utuBHbIn (80%) n SRY-HeratuBHbIM (20%)
[5]. Y SRY-no3uTUBHbIX NauMeHTOB C XX-UHBepcHen nona
Yalue oTMe4yatoT HopMasbHYO MackKynuHu3dauuio, a y SRY-
HeraTMBHbIX NaUMEHTOB C XX-UHBEPCUEN Nofia vaule obHa-
PYXWUBaOT NMPU3HAKK AedulmTa BHYTPUYTPOGHOM MacKy-
NIMHW3aUMKM (TMnocnaguio, KpUNTOPXM3M, ABOWCTBEHHOE
CTPOEHME MOJIOBbLIX OPraHoB), BbIPa*XEHHbIM MEPBUYHbIN
rMNOroHaau3Mm, Npu 3TOM MOTYT OTMeYaTbCs KaK TECTUKY-
NFapHas, Tak 1 oBoTeCTUKynspHasa dopmbl HOM. B nocnea-
HEM ciy4yae 3TO O6YC/NOBNEHO HenonHow auvddepeHum-
POBKOM TrOHaj MO MyXCKOMY TUMYy, peaKo OTMevyaemoMu
y SRY-N03UTUBHbIX 46,XX-MYXUWH [6].

KJIMHUYECKUA NPUMEP

MaumeHTka K., 12 neT, B cBA3K C }Kanobamu Ha nepwu-
OAMYECKYID YTOMSIEMOCTb, OLLYLIEHUE <«MPUIMBOB», MNPU-
6aBKy pocTa Ha 3 cM B TeyeHuMe 3 MeC HanpaB/ieHa
Ha MNOBTOPHYIO rocnuTanM3auun B TUHEKONIOrMYeckoe
oTtaeneHne O60COGNEHHOrO CTPYKTYPHOro noapasaenieHuns
«Poccuiickasa petckaa KauMHM4eckaa 6onbHuua» Prooy
BO «PoccuicKkui Hay4yHO-UccnefoBaTeNbCKU MeauLMUH-
CKuM yHuBepcuteT uMm. H.M. Muporosa» MuHu3gpasa Poccuun
(Muporosckn YHuBepcutet) — PAKB.

M3 aHaMHe3a N3BEeCTHO: pebeHOK OT TpeTbeln 6epeMeH-
HOCTH, BTOPbIX POJIOB, Te4eHne 6epPeMEHHOCTU OCIOKHEHO
TpUxoMOHMa3oM. Mcxoabl npeabiayuinx 6epemMeHHOCTeN:
nepBas — Masb4uK, NPaKTUYECKM 3[10POB; BTOPas — BbIKK-
[Oblll Ha paHHUX cpoKkax. PogoBble TpaBMbl: Kedanorema-
ToMa 06enx TeMEHHbIX KocTel. BpokaeHHble aHoManuu:
cocyauctoe o6pasoBaHWe (reMaHrmoma) Ha KOXe CrMUHbI
clieBa, OTKPbITOE 0Ba/lbHOE OKHO, OCTPbIA MHPEKLMOHHbIN
[IaKPUOLUMCTUT, KOPOTKas y3[evyKka fi3blka, HenpaBWibHOE
CTPOEHWE HAPYKHbIX MOM0OBbLIX OpraHoB. B nepnoa HOBOPOXK-
[EHHOCTU (A0 28 AHen) nepeHecna aHuedanonaTuio rmMnokK-
CUYECKU-ULIEMUYECKOrO reHesa, CUHAPOM ABMUraTesbHbIX
HapyleHW, HeoHaTabHble CyaoporM B Bo3pacte 1 AHS.
B panbHenwem geBoyka Habnoganach y I€TCKOro 9HAOKPU-
HoJlora No MecCTy XuTenbcTBa. [pM NPOBEAEHUN KapUOTH-
NUPOBaHWs GblN BbIABAEH HOPMabHbIA }EHCKUI KapuoTun
46,XX; SRY-otpuuatenbHbii (AMLX+, AMLY-).

[ns yTOYHEHWS AMarHo3a nauneHTKa 6blna HanpasneHa
B PAKB.

BriepBble geBo4Yka 6bina obcnegoBaHa Ha 6a3e oTae-
NleHus 3HaoKpuHonorum B Bo3pacte 10 mec. Mpu o6cneno-
BaHWW: CTPOEHUE HapPYMKHbIX MONOBbLIX OPraHoB — ypore-
HuTanbHbIn cuHyc (YIC) Il cteneHn (runepTpodmnpoBaHHbIN

KIUTOP C TOJIOBKOWM M KpaWHeW MnaoTbto, HanoOMUHaOLWKUK
Nos0BOM YNieH, 60JbluMe NoNoBble ry6bl MOLWOHKOOOPA3HbI,
obLliee OTBEPCTUE YPOreHUTanbHOro CUHyca OTKpbliBaeTcs
Yy KOPHS KIMTOpa no Tuny runocnaguu) [7]. fTmnokoptmMuuamMa
BbISIBNIEHO He 6bl10, AaHHbIX 3@ BPOXKAEHHYIO AMCOYHKLMIO
KOpbl HAAMOYEYHMKOB He MONy4eHO, 3aMecTUTeNbHasa rop-
MOHanbHasa Tepanus He Ha3Hadvanacb. [lpu npoBeaeHuun
Npo6bl C XOPUOHUYECKUM ToHagoTponuHom (XI) ypoBeHb
TecTocTepoHa coctaBun 3,7 HMonb/N. MpoBeaeHa ypeTpoum-
CTOBArMHOCKOMNMSA: Bnaranuvwie BnagaeTt B CUHYC Ha ypPOBHE
Ta30BoOW agnadparmbl, BXOA CyKEH A0 2 MM, ANlMHa BRaranu-
wa — 4 cm, WernKa MaTku B TUMMYHOM MecTe. [10 OKOHYaHUK
o6cnefoBaHUs NauMeHTKa BbiMMCaHa € peKoMeHzauuen
AMHAMUYECKOro HabN4eHUS N0 MECTY KUTENbCTBA.

Bbina noBTopHO rocnutanuavposaHa B PAKBE B BO3-
pacte 1,5 neT. lpoBeaeHa noBTopHas npoba ¢ XI: BbIGpOC
TectocTepoHa cocTtaBui 3,9 Hmonb/n. MpUHATO peleHne
0 NpoBeJeHMN NepBOro atana GeMUHUIUPYOLWER NNACTUKK
Hapy>KHbIX NOMOBbLIX OPraHoB.

Bo Bpems rocnutann3daumm B Bo3pacTe 8 1eT NnpoBejeHa
npo6a ¢ XI, KNIMHUYECKU oTpuLaTenbHas, OgHaKo BbIGpOC
TecTocTepoHa cocTtaBun 8,48 HMonb/N. KOCTHbIN BO3pacT —
7,5—8 neT no AaHHbIM PeHTreHorpadum KOCTEN KUCTH.

[aHHble ynbTpa3ByKoBoOro nccneaoaHusa (Y3W) opraHos
Manoro Tasa (OMT): maTKa B Buae Taxa, 25 X 5 x 11 MM,
3HAOMETPUM He onpeaensieTcs. ANYHUKKU: NpaBbii 16 X 9 MM,
C HEYETKMMU KOHTYpamu, GONMKYNAPHbIM annapaT He pas-
BWT; NE€BbIN PACNONOXEH BbICOKO, 12 X 7 X 11 MM, GONIUNKY-
Nibl YETKO He onpeaenstoTcs.

[eBoyKa Oblna nepesegeHa B OTAENIEHWE TMHEKONOMUK
4N peleHna Bompoca O roHajaktomuu. o pesynbra-
TaM o6cnefoBaHMsa NpoBeAeH KOHCUAMYM B COCTaBe Bpa-
Ya-3HAOKPHUHOSOra, Bpaya-rMHeKkosnora, no peaynbratam
KOTOPOro BbIHECEHO 3aK/lO4YeHUE: nauMeHTKa ¢ HopMaib-
HbIM YXEHCKMM Kapuotunom 46,XX; SRY-oTpuuaTenbHbIM
(AMLX+, AMLY-), B pgonyb6eptaTHOM nepuoae He UMeeT
NPM3HaKoB BuUpuAM3auuu. [loKazaTenn OHKOMapKepoB
B Hopme. OnpegeneHve roHagHoro nona W UCKIOYEHME
roHago6nacToMbl NPU AMArHOCTUYECKOM nanapoCKOMuu,
6voncun roHag He nNpeacTaBiSeTCHd BO3MOXHbIM B CBA3U
C Manon MHPOPMaTUBHOCTbLIO UCCNefOoBaHUsS (Manblii pas-
Mep uccnegyemoro matepuana). lNpu npoBefeHUn guarHo-
CTMYECKOM NanapoCcKOoMuu, yuuTbliBas BO3PaCT NaLMEHTKH,
OTCYTCTBME Havana nyéepTaTHOro nepuoaa, He NpeacTaBu-
10Cb BO3MOXKHbIM 0TAnddGepeHLnpoBaTb HopManbHo chop-
MUPOBaHHbIN SAMYHUK NPU BHYTPUYTPOGHOM BUPMAU3ALIUM,
AVNCrEeHETUYHYIO rOHaAy € BblPaXEHHbIM CTPOMabHbIM KOM-
NOHEHTOM, OBOTeCcTUC. PekoMeHoBaHa BblKuAaTenbHas
TaKTWKa Ao Havana nybepTaTHOro nepuoja, AMHaMuM4yecKoe
HabnoaeHne He pexe 1 pasa B 8—12 Mec B yCN0OBUAX CTa-
LMoHapa. PeweHne BoNpoca 0 roHag3KTOMUKU N0 peaynbra-
TaM KOMMJIEKCHOro 06¢cnefoBaHus, Npy OTCYTCTBUMU KIMHMU-
YeCKMX NPOosIBNEHUN BUPUAN3aLMKM — He paHee 11-12 ner.

Ha6nioganacb N0 MeCTy XuUTenbCcTBa y Bpavya AETCKOro
3HAOKPUHONOra. BbinonHeH nepBbit aTan GeMUHU3UPYIO-
Len NNacTUKM HapyXKHbIX NOMOBbLIX OPraHoB.

B Bo3pacte 11 neT nauueHTKa Oblla BHOBb MJiaHO-
BO rocnutanuavpoBaHa B PAKB B oTgeneHus rmHeKono-
MU W 3HAOKpUHONoruu. Mpu wnccnegoBaHMM FrOPMOHaNb-
HOro nNpoduns ypoBeHb TeCTOCTEPOHa OO6LLero cocTaBun
12,76 HmMonb/N. Ha doHe Ha3HayYyeHus Tepanuu acTporeHa-
MU (3cTpagunona Banepar) 6bl10 OTMEYEHO CHUMKEHUE YPOB-
HA TeCcToCTepoHa, NtoTenHuaupyolero ropmona (JI), don-
NUKynoctTumynupytouiero ropmoHa (PCrI), no gaHHbiM Y3U
MOJIOYHbIX XKeNe3 ¢ ABYX CTOPOH BU3yann3npyeTcs Kenesm-
CcTasl TKaHb. Y4UTbiBas NOMOKMUTENbHYIO AUHAMUKY Ha GOHe
NpPoOBOAMMOW Tepanuu, PEKOMEHAOBaHO MPOAOSIKUTL rop-

PEDIATRIC PHARMACOLOGY. 2025;22(3)

NEANWATPUYECKAA ®APMAKOJIOIUA / 2025 / TOM 22 / N2 3



CLINICAL CASE

w

10

KIMHUYECKUW CNYYAN

MOHaNbHYIO Tepanuto acTporeHamu (3cTpaguona Banepar)
B f03e 1000 MKr 1 pa3 B AeHb B HEMPEPbLIBHOM peEXMME
noa KoHTponem yposHs JII, PCI, TectocTepoHa, acTpagmona,
yepes 2 Hea — KoOHTponb ypoBHA JII, PCI, TecToCcTEPOHA,
acTpaavona, Y3 OMT. BTopoi aTan GeMuHU3npyoLen
NNacTUKU PEKOMEHAO0BaH Nocne MeHapxe.

MpoBeaeHo reHeTUYeCKoe ncecnegoBaHne — obHapyxeHa
reTepo3nroTHas MyTaumsi HyKNeoTMAHON nocneaoBaTesbHO-
CTW B 9K30He 9 reHa WT1, 4To MOXKeT HabnoaaTbCs y NnauneH-
TOB € cMHApomMoM Ppeitzepa, onyxonblo Bunbsamca, cuHapo-
MoM [eHuca — [pawa, cuHgpomom Muyema. locTtynuna
noBTOpPHO NnaHoBo B PAKB ans ganbHenwero nevyeHus.

lMpoBeAeH KOHCUAMYM B COCTaBEe Bpaya-xmpypra, OHKO-
nora, yponora, rmHeKonora, B XoAe KOTOPOro MPWHATO
peleHne: Ha OCHOBaHUM FeHEeTUYEeCKOro aHanusa PUCK
ManurHu3aLmm HEBbICOK, OAHAKO, YYUTbIBasi BbICOKUI ypoO-
BEHb TECTOCTEPOHA, 4719 aAeKBaTHON ropMOHabHON Tepa-
nMM PEKOMEHAOBAHO NPOBEAEeHWe NanapoCKOMuK, roHa-
43KTOMUK ¢ 06enx cTopoH. B Boadpacte 11 neT npoBeaeHo
onepaTMBHOE yaaneHne AMCreHeTUYHbIX roHa nyTem nana-
POCKOMNMYECKOro goctyna. B noctonepaunoHHom nepuoge
nauMeHTKa NpPoOAo/IKaeT nojsyvyaTb acTpaguona Banepart
B Ao3upoBKe 500 MKr/cyT.

lpoToKon onepauuun: B aCENTUHECKMX YCI0BUSAX noche
cooTBeTCcTBYlOWeEN 06paboTKM onepauuMoHHOro nons
no BepxHemy nofcy nynka BeBegeH 10-mM Tpoakap,
HanoXeH KapboKcuneputoHeym 12 MM BOA. CT. U BBeAeH
nanapocKon. B TMNMYHbIX TOYKax B NpaBoW M NeBOM Nof-
B3OWHbIX 06/1acTax BBefAeHbl 5-MM M 5-MM TpoaKapbl
4NS MHCTpPYyMeHTapus. MNauneHTKka nepeBefeHa B MNOoXe-
Hue TpeHaeneHb6ypra.

O6HapyXeHo: B 6pIOLLIHOM NOIOCTU BbINOTa HeT. lNevyeHb
He yBe/nMn4yeHa, KOPWYHEBOro LiBeTa, MOBEPXHOCTb rnag-
Kasi, Kpah ocTpbli. KenyHbl Ny3blpb Cepo-rosayboro use-
Ta, B CrnaBWeMmcsi COCTOsSiHMK. Kpyrnas cBfi3Ka MNeyeHu
He yTosfuleHa, He oTeyHa. enygoK chaBLWMICS, NOBeEpX-
HOCTb He W3MeHeHa. [lapueTanbHas M BuUcuepanbHas
6ploWwmrHa BO BCeXx OTAeNnax He uM3meHeHa. lleTnn TOHKoM
KUWKM W TONICTOM KWLWKKM He paclwmpeHbl, MOBEPXHOCTb
po3oBas, OpblKeMKa He u3MeHeHa. YepBeob6pasHbii
OTPOCTOK OCMOTPEH Ha BCEM MNPOTSXEHWU, HE WU3MEHEH.
Teno MaTku No cpegHew NMHUK B BUAE MbIWEYHOrO TSXa,
CEepO3HbIM MOKPOB PO30BbIK. MaToyHble Tpybbl He orpe-
gensotca. B naTtepanbHbiXx KaHanax 3a MOAB3AOWHbLIMU
cocygamu ¢ 06enx CTOPOH BU3yaNlu3UPYIOTCS roHagbl: npa-
Basa — 20 x 10 x 22 mm, neBasg — 28 x 15 x 15 mm, cepo#t

OKPacK#u, oBasnbHOM GOpPMbl, MOBEPXHOCTb FNajKas, C OKpy-
aoWUMKU TKaHAMU He cnasiHbl. C NMoMOLLblo GUMNONSPHOM
Koarynsiumu nepeceyeHa 6pbixeiKa roHaa cnesa 1 cnpasa.
MakponpenapaT M3B/IeYeH Yepes JIeBYl0 KOHTpanepTypy.
OTnpaB/ieH Ha rMCTONOrMYecKoe uccneaoBaHune. Tpoakapsl
yaaneHbl. Ha KOy HanoxeHbl BHYTPUKOMHbIE LBbl — MOHO-
Kpun 3.0. KpoBonoTtepsi MUHUManbHas (puc. 1, 2).

MaTtonoroaHaTomMU4yecKoe 3aKjlo4yeHune

MakKpocKonuyeckoe onucaHme

1. O6pa3oBaHWe Cepo-KenToro LBeTa,
3,5%x1,8x%x0,7 cm.

2. 06pas3oBaHue ceporo LBeTa, paamepom 3 x 1,5 x 1 cm.

MuKpocKonuyeckoe onncaHue. B uccnegoBaHHom mate-
puane TKaHb roHaj npeacraBneHa MHOMOYUCAEHHbIMK Tec-
HO pPacnofOXeHHbIMU CEMEHHbIMW KaHasbLiaMu, B KOTOPbIX
onpeaensitotcsa kKnetkn Ceptonn. Ctpoma oteyHa. HekoTopble
KaHanbLbl aTPOPUYHbI, TMaNMHU3UPOBaHbl. Mexay KaHanb-
Lamu onpegensaioTcs Knetku Jlengura. benoyHaa o6ono4-
Ka WKpoKas, KonnareHM3npoBaHHas, MecTaMn UCTOHYEHa.
OKpysKatoLwune TKaHM 06USIbHO BaCKynapu3npoBaHbl.

3aknyeHne: mopdonornyeckas KapTuHa cCOOTBETCTBY-
€T CUHAPOMY HEYYBCTBUTENBHOCTU K aHApPOreHaMm.

pasmepom

B Bo3pacte 12 neT naumMeHTKa MNocTynaeT Ha nnaHo-
BylO rocnutanusauunio B POAKB B oTgeneHne rmHeKonoruu
c HanpaBnswowum amarHo3om «N91.0 lMepBuyHaa ame-
Hopes». COoCTOSIHME MpPW MOCTYNJEeHUU YAOBNETBOPUTENb-
Hoe, CO3HaHWe sicHoe. TenocnoXeHne HOPMOCTEHMYECKOE.
dusnyecKoe pas3BUTHE CpeaHee, ANCrapMOHMYHOEe 3a cYeT
mMacchbl Tena: poct — 153 cm (nepueHTunb 50-75%), macca
Tena — 48 Kr (nepueHTunb 90-97%), MHAEKC Macchl Tena —
20,5. KoXHble NOKPOBbI YACTblE, 6/1€4HO-PO30BOM OKPACKH,
cocyauctoe obpal3oBaHWe (remaHrmoma) Ha KOXKe CMMHbI
cneBa B CTaguM WHBOJIOLMKW, BUAUMBbIE CNU3UCTble 060-
JIOYKM YUCTbIE, BNTaXKHble, GU3M0N0rMYHON OKpacku. OTEKOB
HeT. MNepudepunyeckne nuMPaTU4ecKmne y3nbl He yBenunye-
Hbl. Hag Nerkumu SICHbIM NEeroYHbIi 3BYK, [blXxaHWe Be3u-
KynsipHoOe, XpUNnoB HeT. TOHbl cepaua PUTMUYHbIE, SICHbIE.
[aTonorn4yeckne Wymbl OTCYTCTBYIOT. MBOT MArKun, 6e3-
60M1e3HEHHbIN, AOCTyneH rny6oKon nanbnauuun. lNeyeHb,
ceneseHka He nanbnupytoTcs. CTyn perynspHbii, opopm-
NIeHHbIN, 6e3 NaTonornyeckmux npumecen. MoyencnyckaHue
cBo60ogHOE, 6e360/Ie3HEHHOE.

Mpn rMHEKONOrMyecKoM OCMOTPE: Hapy¥KHble MNoso-
Bble OpraHbl cHOPMUPOBaHbI MO GUCEKCyalbHOMY TuUMYy.

Puc. 1. A — roHagaKTomus ¢ 06enx CTOPOH: 3Tan onepauun. b — nanapockonuyeckas KapTuHa opraHoB Manoro Tasa
McToYHUK: U3 doToapxmBa otaeneHus ruHekonorun PAKB, 2023.

Fig. 1. A — gonadectomy on both sides: the stage of surgery. b — laparoscopic picture of the pelvic organs
Source: archive of the Department of Gynecology, Russian Children’s Clinical Hospital, 2023.



Puc. 2. JucreHeTnyHble roHajbl, yaaneHHble NyTeM lanapocKonM4yeCcKon onepauum

NCTOYHUK: U3 poToapxmBa otaeneHuns runekonorun PAKB, 2023.
Fig. 2. Gonadal Dysgenesis removed by laparoscopic surgery

Source: archive of the Department of Gynecology, Russian Children’s Clinical Hospital, 2023.

Knntop runeptpodmposaH Ao 3 cMm. fonoBKa chopmupo-
BaHa. YI'C IV cTteneHun. Ha NnpoMeXXHOCTM BM3yanuaumpyeTtcs
Bxoa B YIC. bonblwune nonosble rybbl MOWOHKOOOGPA3HbI.
CteneHb Bupuansauum no Npagepy — 5. BoiaeneHus ceeTt-
nble, cnuancTtole. Popmyna nosoBoro pa3sutns: Ax2 Ma2-3
Pu3 Me abs.

BbinonHeHo Y3W ¢ ponnnepomMeTpuven LWWMTOBUAHOM
M NapaluTOBUAHBIX XKeNes, MOIOYHbIX Kenes, B X04e KOTO-
pOro NaTofiormm Co CTOPOHbI 06CNeayeEMbIX OPraHOB BbisiB-
JIEHO He 6bl10.

Y3 OMT: maTka npeactaBieHa MblEYHbIM THXOM
paamepamu 43 X 12 X 22 MM, 3HAOMETPUIN YETKO He BMU3Yya-
nunanpyetcs. MpaBbiii U NEBbIV ANYHUKKU HE ONpeaensTcs —
COCTOIHME Mocne roHag3aKToMuu. CBOOGOAHAS MMUAKOCTb
B MaJ/loM Ta3y He BbisiB/ieHa. [latonornyeckmne o6pa3oBaHus
B MaJioM Tagy He onpeaenstTcs (puc. 3).

[Mpn cTaHgapTHOM NnabopaTopHOM MccneaoBaHUK (Ku-
HUYECKUN aHanu3 KpoBW, BUOXMMWUYECKUW aHan3 KpPOBM,
06K aHanM3 MO4YM) OBHapyKeHbl enKoumuTonenus (3,7 x
109/n) 3a cueT abCoNOTHOM nmdoneHuu (1,7 x 10°/n), cHu-
YKEHHbIN NOKa3aTeNlb cpeiHeEN KOHUEHTpauuMmM remornobumHa
B apuTpoumtapHon macce (MCHC) (30,2 nir).

B nokasaTtenax aHanvsa oTAeNSeMOro n3 Mo4enonoBbIX
OpPraHoB OTK/IOHEHWI HE BbISIBNEHO.

AHanM3 Ha ropMOHbI U BUTAMUHbI MOKa3a/ NOBbILEHHbIE
3HaveHusa JII (23,16 ME/n) n ®CI (56,38 ME/n), a Takxe
runepnponakTuHemuto (768 mME/n).

BpemeHHas wKana
XpOHONOrMs KatoYeBbiX COObITUM pa3BUTUA 3aboseBa-
HUSA Y nauneHTKkn K. npeactaBneHa Ha puc. 4.

OBCYXAEHMUE

B gaHHOM paboTe npeacTaBNeHO OMUCaHWE KJWHUYe-
CKOro ciyyasi: nauneHTKa ¢ peakum 3abonesaHnem — SRY-
HeratuBHoW dopmon 46,XX HPI, 3a KoTopow npoBoAMTCS
OnHamMmun4yecKoe HabnogeHne ¢ 10 mec KMU3HU Mo HacTosLee
BpemMs. Y AeBOYKM OOHapyrKeHa retepo3nrotHas myTtauus
HYKJIEOTUAHOM NocnenoBaTeNbHOCTU B 3K30He 9 reHa WTL,
4YTO COMpSXKEHO € 60/iee BbICOKOW BEPOATHOCTbIO Pa3BUTUSA
BPOXAEHHbIX 3ab60/ieBaHUn MOYEMNONOBON CUCTEMbI, B TOM
yucne u ¢ HOr.

KnuHuyeckas KapTuHa cuHapoma ae nsa Lanens retepo-
reHHa. CTpoeHne HapyXKHbIX MONOBbLIX OPraHOB Konebnetcs

OT NPaKTUYECKN HOPMAIBHOTO MO MYXCKOMY TUMY C MUKPO-
OpPXMAM3MOM [0 OBOWCTBEHHOrO CTPOEHUS C rMnocnaguen,
KPUNTOPXM3MOM B COYETAHUM C MATONOrMYECKOM 3adep-
KOWM pocTa, T’MHEKOMaCTUEN, TMNeproHaaoTPONHbIM FMMAOro-
Haan3momMm, Hekpo3oocnepmuen [8]. UMeHHO NoaToMy Heob-
X0AnMO AnddepeHUMpoBaTb AaHHYO NATONOIMIO C APYrMMHU
BapuaHTamu HapylleHun GopmMmMpoBaHus nona, CUHAPOMOM

Puc. 3. YnbTpa3ByKoBOE MccnegoBaHMe OpraHoB Masioro Tasa
nawuMeHTKU: MaTKa, NpefcTaB/ieHHas B BUAE MblLLEYHOro Tsxa
McToyHuk: KapadeHuosa W.B., 2024.

Fig. 3. Ultrasound examination of the patient’s pelvic organs:
uterus, represented as a muscle band
Source: Karachentsova L.V., 2024.
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KJIUHUYECKUU CNTYHAHU

MepBoe o6¢cnegoBaHme
B POKB: YI'C lll ctenenun

Havano tepanuu actpagnonom,
NanapocKkonnyecKas

ABYCTOPOHHAA rOHaA3KTOMUA

10 mec 1,5ropa

demuHU3MpYyLoLLas NnacTuka
Hapy»XHbIX NMOSOBbLIX OPraHoB

11 net

12 net

CocTosiHWe noce roHaaKTOMUHK,
nnaHoBas rocnuTann3aumsa ans
KOHTPONS COCTOAHUSA U 3GPEKTUBHOCTH
3aMecTUTENbHON rOPMOHabHOM Tepanum

Puc. 4. XpoHONormsa Kno4eBbIX COObITUI y NauneHTKK K. ¢ TeCTUKynspHon dopMow HapyweHusa GopmupoBaHus nona npu Kapuotune 46,XX
Mpumevanue. POKB — Poccuiickasn getckas KnMHuyecKas 6onbHuua; YIC — yporeHuTanbHbI CUHYC.

Fig. 4. Chronology of key events in patient K. with 46,XX testicular disorders of sex development
Note. RCCH (POKB) — Russian Children’s Clinical Hospital; US (YI'C) — urogenital sinus.

TeCTUKynspHon demuHmsaumm (cuHapomom Moppuca), auc-
reHe3usmMu roHag. luarHo3 MoxKeT 6biTb YCTaHOBNEH Nepwu-
HaTa/bHO, NOCTHaTa/bHO, B Mpeny6epTaTHOM uaun nyéepTat-
HOM BO3pacTe.

Ba)KHbIM 3Tanom BeAeHMs OaHHOW KaTeropuu naum-
E€HTOB ABSIETCS TPaMOTHbIM M MHAWBMAYaANbHbIA AWArHo-
CTMYECKMI MOUCK, KOTOPbIA HE MMEET eaWHbIX CTaHAapToB
W anropuTMOoB.

MepBbiMK WAramun ABNSIOTCS c60p aHamMHe3a u GuU3n-
KanbHblh ocMoTp. [lpu onpoce Heob6XOAMMO BbISICHUTD,
Kakue npenapaTbl MpMHMMana MaTb BO Bpemsi 6epemMeH-
HOCTW, ecTb 1 nogobHble cnydyam HPM B cembe. bbiBatoT
cflydyan OTCPOYEHHOWM AMArHOCTUKWM, MO3TOMY y NaLMeHTOB
6ofiee cTapwero Bo3pacTa cnegyetr ob6paTtuTb BHUMaHue
Ha JaHHble aHaMHe3a: NepBUYHYIO ameHopeto, 6ecnnoaune,
BUPUAN3ALIMIO.

Ba)KHbIM M HEOTbEMAEMbIM 3TANoM ONpeAeneHus KOH-
KpeTHOM POpMbl AUCreHEe3UU ABNSETCA reHeTu4Yeckoe obene-
[loBaHWe C OnpeaefieHneM KapuoTuna M NosIoBOro Xpoma-
TMHa B GYyKKalbHbIX Ma3Kax, 4YTO MO3BOJMIAET ONpPEeAEenuTb
XPOMOCOMHbIM MOJT HOBOPOXAEHHOro. [Ans aganbHenwen
BeprMdMKaUMM AuarHo3a MOryT 6biTb MCMOIb30BaHbl MHCTPY-
MEHTaslbHble METOAbI ANArHOCTUKK, Takme Kak Y3W, nanapo-
cKonus ¢ 6uoncuen, reHutorpadums MU MarHUTHO-pe30HaHC-
Has ToMorpadusa, a TakKe nabopaTopHoe uccregoBaHue
KPOBMU C onpeaeneHMeM ropmMoHanbHOro cnexkrtpa [9].

MHPOopMaTUBHBIMKU  BUOXMMUYECKMMKU  MapKepamu
ong anddepeHumanbHON AMarHOCTUKK SBASIOTCS FTOPMOHbI
runotanamo-runodusapHon cuctemsl, Takue Kak JIF u dCr
(B MCXOAHOM COCTOSIHUM MNIM MOCAE CTUMYASLMU PUIUSKHT-
rOPMOHOM NOTEMHU3UPYIOWErO FOPMOHA), aHTUMIONIEPOB
FOPMOH, UHTMOUH B, MHCYNIMHONOLOGHbIM NenTui 3, cTepouna-
Hble TOPMOHbI HaANO4YEe4YHMKOB M MOMOBLIX XKeNes (BKatYvas
KOPTU30/, albAOCTEPOH, TECTOCTEPOH M MX MPEALIECTBEH-
HWKKW: AUTMAPOTECTOCTEPOH M 3CTPaAMON) U TOPMOH FMMo-
d13a — aApeHOKOPTMKOTPOMHbLIN ropmoH (AKTI). YpoBeHb
CTEPOUIHBLIX FTOPMOHOB M3MEPSIOT UCXOAHO WK MOCE CTU-
mynsaunn AKTT (ropMOHbI HaANo4YevyHMKoB) u/wnm X' (nono-
Bble FOPMOHbI) [10].

CornacHo gaHHbIM nuTepatypbl, reH SRY npucyTcTByeT
y 85-90% nauueHToB C 46,XX-TECTUKYNSPHON dopmon
H®M ny 10% nauneHToB ¢ 46,XX-0BOTECTUKYNSAPHOM dop-
mMon HPIM [6], To ecTb y GOMbLIMHCTBA MALMEHTOB C AaH-
HbIM AMarHo3om reH SRY TpaHcnouMpoBaH B X-Xxpomocome
WM ayTOCOMHbIX XpOMOCOMax. B Halem cnyyae reHeTmye-
CKWMW aHanua reHa SRY noKasan oTpuuaTteNnbHbl pe3ynbrar.
YuuTbiBas, 4To coobuieHna o SRY-oTpuuaTtenbHbIX clydasax

BCTpeyalTcs peako, npumepHo B 10% oT obuiero yucna
cnyqyaeB HOM 46,XX, atmonorus dopmMupoBaHWs roHam,
B KOTOpbIX onpegenstoTca Knetku Ceptonu u Jlengura,
B C/ay4Yasix C oTpuuaTenbHbIM pedynbratoMm SRY ocTtaeTtcs
Hen3BecTHoM [11].

Bonpoc o KoppensiuuMn Mexay reHeTMYeCKUMM Hapy-
WeHn MU U GEeHOTUMUYECKOM KapTUHOW Yy NauMeHTOB
¢ 46,XX-TecTuKynsipHbim H®I ocTaetcsa AMCKYCCUMOHHbLIM.
B cooTBETCTBMM C AaHHbIMW NMTEpaTypbl, NaLMeHTbl CO
SRY-N0o3UTMBHON GOPMON JaHHOM NaTonornn nmetoT 6onee
MaCKY/IMHHOE CTPOEHME HapyKHbIX MOS0OBbIX OPraHoB, ABOW-
CTBEHHOE CTPOEHME FreHUTaNnm oTMeveHo y SRY-HeraTuBHbIX
naumeHToB [8]. Tak)Xe BaXKHO y4uUTbiBaTb, YTO GeHOoTUNnNYe-
CKasi BapnabenbHOCTb Y NauneHToB € 46,XX-TeCTUKYNSAPHbIM
H®IM MoXKeT 6bITb CBA3aHa He TOIbKO C Ha/IMYMEM U/IN OTCYT-
cTBMEM reHa SRY, HO ¥ Cc apyruMn dakTopamu, TakUmu
KaK aynavkauuu unun geneumn reHos SOX9, SF-1, WNT4
n DAX-1, myTaumu v noteps GYHKLUUU APYrMX FreHOB, acco-
LMMPOBAHHbIX C Pa3BUTUEM OpPraHnM3Ma Mo My}KCKOMY THNY,
KOTOpble cleayeT pacCcMOTPETb A5 Aa/IbHENLLIENO U3YYEHMS
[12, 13].

3AK/IIOYMEHUE

[JaHHbIM KIMHUYECKUK Ccllydan aBASETCS NPUMEpPOM
o4yeHb peakon dpopmbl HOIM. mMarHo3 noctaBneH Ha OCHO-
BaHWW PU3MKaNbHbIX, N1abopaTopHbIX, MHCTPYMEHTaNbHbIX
METOA0B MCCNeoBaHUs.

Takum obpasoM, BepuduKaung auarHola nNpoBOAUTCS
Ha OCHOBaHWW AaHHbIX aHamMHe3a, BHELWHEro BWAa reHu-
Tanum U onpeaeneHnss BO3MOXHOCTU UX XMPYPruYeCcKowm
KOpPEeKUMK, KIMHUKO-1abopaToOpHbIX, MONEKYNSPHO-LMTO-
reHeTnyeckoro uccnegoBaHun, Y3 OMT, uucTtoypeTpo-
CKoMnuu, nanapocKkonuu ¢ 6uoncuen [14]. MNMpobnembl ana-
FHOCTMYECKOro MOWCKAa WM YCTAHOBMIEHUS AMArHo3a [0 CUX
NMop OCTalTCH aKTyaNbHbIMU, U CYLLECTBYET HEOGXOAMMOCTb
B [JanbHeNleM M3YyYeHWW METO0B AMArHOCTUKM C LEeNbio
noa6opa NpaBuIbHON Bpa4yebHON TaKTUKM, YYHLLIEHUSA Kade-
CTBa YXWM3HU MaLMEHTOK WM pelleHns BOMPOCOB O BO3MOXK-
HOCTK peanu3aunn penpoayKTMBHON QYHKLKUKW B ByaylieMm.
OnepaTvBHOE yaaneHne AUCreHETUYHbIX FrOHa4 NPOBOAMTCS
C Lenblo npeaynpexaeHns aanbHenlen ManurHu3auuu.
Mo faHHbIM 3apybeXKHOW NUTepaTtypbl, YacToTa pPas3BUTUSA
roHago61acTtoM UM aucrepMuHom coctasnseT oT 7 go 30%.
Bonpoc 0 He06X0AMMOCTH XMPYPrMYecKom KoppeKLumm HDM
pelwaeTcs UHAMBMAYANbHO HA OCHOBAHWWN PE3YNbTaTOB KOH-
CynbTalMN CMEXHbIMU cneunanucTaMm U ¢ y4eToM UHTepe-
COB KOHKPETHOro nauuneHTa [9].



UWHO®OPMUPOBAHHOE COI/IACUE

OT poauTens nauMeHTKM TMONlyYEHO MUCbMEHHOE
[N06poBOIbHOE MHPOPMUPOBAHHOE cOornacue Ha ny6au-
KaLWio OMnucaHua KJIMHUMYECKOro ciyyasi, Mcnonb3oBa-
HWEe MEeAMUMHCKUX AaHHbIX MauMeHTKM (pes3ynbTaToB
ob6cnenoBaHus, nevyeHns, HabnaeHns) B HayyYHbIX Lensx,
Ha ny6auMKauuio M306paxKeHWn NauUMeHTKM B Hay4yHOM
ypHane, BKOYaa ero afeKTpoHHYo Bepcuio. [lata noa-
nucanua: 07.02.2024

INFORMED CONSENT

A written voluntary informed consent was obtained
from the patient’s parent to publish a description of
the clinical case, to use the patient’s medical data
(examination results, treatment, observation) for scientific
purposes, and to publish the patient’s images in a
scientific journal, including its electronic version. Date of
signing: 07.02.2024.
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CucrematrnyeckKkum oo63op
$PYHKLMOHANbHbLIX aCNeKToB
TRPC-kaHanoB B ®u3unoaoruu
M K/IMHUYECKOM NpaKTUuKe

ABTOp, OTBETCTBEHHbBIN 32 NEePEnucKy:
CaxunrapaeBa WnbHapa PagnKoBHa, NPaKTUKYIOLWMI Bpay-neanatp JeTcKorn pecnybiMKaHCKOM KNMHUYECKOH 60NbHULbI
Appec: 420064, KazaHb, yn. OpeH6yprckuit TpakT, 4. 140, Ten.: +7 (906) 101-91-35, e-mail: ilnara1307@mail.ru

B pnaHHoM ctatbe npeactaB/ieH CUCTEMaTUYECKMIM 06300 TEKYIUUX HAYYHbIX MCCAEA0BaHUI, NOCBALLEHHbIX POJIN TPAH3M-
TOPHbIX peLenTopoB noTeHuuana, onocpegyembix Kaabumem (TRPC), B pa3inyHbIX natoQu3noaorMy4ecKmx npoLeccax.
PaccMoTpeHbl MexaHM3Mbl aKTUBaLMN U PErynsumm KaHOHMYECKMX KaHasoB MNepexofHoro peLenTtopHoro rnoteHuymana
M MX 3HAYMMOCTb B KOHTEKCTE 3ab0/ieBaHUI, CBA3aHHbIX C KaHasonatusamm. Oco6oe BHUMaHUe yaeeHo pas/iniyHbIM TOY-
Kam 3peHus Ha pyHKLUMoHMpoBaHue TRPC-KaHanoB, X B3auMOAENCTBME C TaKNUMU COEANHEHNSIMU, KaK AnaunarinyepmH
n 6esoK STIM1. 0630p nof4YepKUBaAET BaXKHOCTb KaHaoB TRPC B perynsiunmn KI1eTOYHOM QYHKLMK, BK/IIOYasi TOHYC COCY-
0B, QUIbTPaLMIO MOYEK U TMAEPTPOPUIO cepalia, ONoCPEAOBaHNE KIETOYHbIX peaKkLMi Ha rOPMOHbI U GaKTopPbl POCTA.
UccnepoBaHusi cBUAETEILCTBYIOT O MHOIMOypPOBHEBON aKTMBHOCTM TRPC, 4TO genaet mx npuBaeKaTeibHbIMU MULLEHSIMMU
AN8 papMaKoIorM4ecKux BMeLIaTesibCTB. SB/SASCh KIOYEBbIMU 3/IeMEHTaMu B NaToreHe3e pa3Hoobpal3HbiX 3abosie-
BaHuM, OT cepAeyHO-COCYAMCTbIX 4O HEBPOJIOMMYECKMX M UMMYHHbIX paccTporcts, TRPC moryT ctaTb OCHOBOW A/151 pa3-
pPaboTKM MHHOBALIMOHHbIX TeparneBTUYECKNX cTpaTerni. Kaio4yeBbiM HOBLUECTBOM [aHHOro o63opa ABASIOTCA Mo4po6HO
paccmoTpeHHas poib TRPC B KOHTeKcTe 3ab60/1ieBaHuUi, B YaCTHOCTU KaHasionaTui, U ncciegoBaHne BO3MOKHOCTEN X
dapmaKo1I0ryecKon MoayasiuuMmu ¢ NOMOLLbIO Pa3JINYHbIX CTUMY/IOB, BKOYas rOPMOHbI U HEMPOTPaHCMUTTEPbl. PaboTa
TakXe NnoAg4YepKUBAaET MNepcrneKkTUBbl 4151 TepaneBTUYECKOro BMeLIaTe/IbCTBa, co3jaBasi BO3MOXKHOCTH A1 pa3paboTKu
yesieHanpaBeHHbIX METOAOB Teparnnn, OPUEHTUPOBAHHbIX Ha MeXxaHu3Mbl KOHKPETHbIX 3abosieBaHui. Llesnb gaHHOro
0630pa — rnpoaHaan3npoBaTb M 0606LNTb COBPEMEHHbIE Hay4YHble UCCefoBaHUS, rnoceseHHble poan TRPC B nato-
GU3MoI0rMYecKmX npoLeccax, MCcaejoBaHNI0 MexaHU3MOB aKTuBauuu v peryniumm TRPC, a Takxke uaeHTUuduKaumm
MexaHU3MOB pa3BUTHUS 3abosieBaHUI Npu KaHasonatusax. Kpome 1oro, 0630p OTKpbIBAET HOBOE MoJie AN Aa/IbHENLIMX
nccnenoBaHmi, Nog4epPKnBasi BaXxHOCTb U3yvyeHns Baammogencteuit TRPC ¢ gpyrumu curHasibHbIMU cucTeMamMmu, TaKnmm
KaK G-6€eJIKM N THPO3NHKMHAa3HbIe PeLernTopbl, YTO MOXET CTUMY/IMPOBAaTb pa3BUTUE 601€€ KOMIMIEKCHbIX KOMOUHUPOBaH-
HbIX TepaneBTUYECKMX M0AX0A0B. TaknM 06pa3oM, CTaTbs Npeaiaraet uagen B NOHUMaHMUN CI0XHbIX NaToQU3N0T0rMYECKMX
posneit TRPC n ux noteHymaabHOro papmMakosiornd4ecKoro NpUMeHeHus.

KnrueBblie cnoBa: Ca-genoynpasnsembie KaHasbl, TRPC, kanbyneBoe geno, Kaablmui, STIM1

Ana untupoBaHusa: HurmatyninuHa P.P., CageikoBa [.W., CaxunrapaeBa W.P., CnactHukoBa E.C., be36psizoB A.B.
Cuctematndyeckmin 0630p QyHKUMOHasAbHbIX acnektoB TRPC-KaHaioB B ¢U3NOI0OrMU U KIMHWYECKON [PaKTUKeE.
lMepnatpuyecKkas papmakonorus. 2025;22(3):315-322. doi: https://doi.org/10.15690/pf.v22i3.2912

BBE[AEHUE

TpaH3MTOpPHbIE KaHabl PELEenTOPHOro noTeHuuana
(TRPC) npeactaBngioT co60M nNpoHWLaeMble 418 Kafb-
LUMSA HEeCeNeKTUBHbIE KaTWMOHHble KaHasbl, y4acTByloline
B Pa3fIMyHbIX KNeTo4YHbIX dyHKuMax. MNoacemenctso TRPC
(Knaccu4yecKne KaHasnbl) COCTOMT U3 cemun 6enkoB (TRPC1—
TRPC7). denoynpaBnsiemble Ca-kaHanbl (store-operated
Ca2* channels), uan SOC-kaHanbl, unu Ca2* release-
activated Ca2* channels (CRAC-kaHanbl), unu Ca-KaHanbl,
aKkTuBMpyemble 6enkom STIM, B TOM 4ucne CEMENCTBO
ORAI-kaHanoB n noacemenctso TRPC-kaHanoB, NoCTOsH-
HO NOMONHAIOT 3anackl MoHoB CaZt u Nat B capkonnasma-
TMyeckoMm peTtukynyme (CP) / aHaoonna3MaTtuiecKkoM peTu-
Kynyme (3P).

MmeeTcs aBe TOUKM 3peHuns Ha npupoay TRPC-kaHanos.
CornacHo ogHon U3 HMX, TRPC-KaHanbl OTHOCATCH K cEMEN-
ctBy Ca-genoynpaBnsiemblx KaHanoB [1-3]. B yacTtHoCTH,
3T0 MHeHMWe KacaeTcs KaHanoB TRPC1, TRPC5, TRPC6
n TRPC7. Ca-KaHanbl, akTuBupyemble 6enkom STIM, BbICTy-
natT B pPO/iM HenocpeacTBeHHOro aktuBatopa TRPC-

KaHalloB B YCIOBMAX MCTOLLEHMS MOHOB KanbLua (Ca2t)
B feno, To ectb STIM-3aBucuMble Ca2*-kaHanbl Henocpesa-
CTBEHHO aKTnBupytoT TRPC-KaHanbl Npu ONycTOWEHWU BHY-
TPUKIETOYHbIX Aeno Ca2t,

C Apyron CTOPOHbI, CYLLECTBYET afbTepHaTMBHasS TOu-
Ka 3peHus, cornacHo KoTtopon TRPC-KaHanbl perynupy-
I0TCS peLenTopamMu, cBA3aHHbIMKU ¢ G-6enKamu, BKIOYas
GQ-6enoK, M MOryT 6blTb TaKXe HernocpeACTBEHHO aKTu-
BMPOBaHbl BTOPUYHbIMW MOCPEAHUKAMM MHOSUTONTPUDOC-
datom (MTD3) n/mnun gnauunrnnueponom (AN [1, 2, 4-7].

AkTuBaumsa TRPC-kaHanoB nponcxoanT Npu B3aMMoaen-
ctBun UTD3 (HakonuBlierocs npu axktuBauun docdonu-
nasbl C) ¢ cantom TRPC-6enK0B, BbINOJHAOWMM QYHKLIUIO
UTP3-peuentopa: aktnBaLuunsa Gg-6en0K-CcBA3aHHbIX peLen-
TOPOB MPMBOAUT K cTuMynsauum docdonunnasbl C, KoTopas
runaponmsyet docodatmannnHosnton-4,5-euchocodar (PIP2)
¢ o6pasoBaHnem UTP3 n Al UTD3 ceasbiBaeTcs ¢ UTP3-
peuenTopaMu Ha Mem6paHe 3P, Bbi3biBas BbiGpoc Ca2*
B LMTO30Mb M CO3AaBas NOKabHbIA rpagueHT CaZ*. AT
OCTaeTcs B MNia3mMaTWYecKon MembGpaHe, rae HeKoTopble
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nsodpopmbl TRPC (B yactHocTM, TRPC3, TRPC6 n TRPC7)
MMeIoT canTbl NPsIMOro cBs3biBaHusA ¢ Al 3To cBSi3biBaHUe
n3MeHseT KoHdopmaLMio KaHana U OTKpbiBaeT ero [2, 3,
8-10].

KaHanbl cemenctBa TRPC aBngtoTca KAlOYEeBbIMU
nocpefHWKamMu B Mepejaye CUrHanoB OT MeAuaTopos,
FOPMOHOB W APYrux OWONIONMYECKU aKTUBHbIX BELLECTB,
o6ecneynBan Yepes MoHHbI noTok Ca2* n Na* perynauuio
KNETOYHbIX PyHKLMIA. JaHHble KaHanbl TRPC urpatoT pelwa-
IOLLYIO POJIb B ONOCPESOBaAHUU KJIETOYHbIX peaKLui Ha pas-
NIMYHblE CTUMYSIbI, BKOYAs FOPMOHbI, HEMPOTPAHCMUTTEPDI
n dakTopbl pocta. KaHanbl cemernictBa TRPC onocpeaytoT
noctynnexune noHos Ca2* v y4acTBYIOT B pPerynauum cocy-
LMCTOro TOHyca, KNy6o4KoBOW GuUAbTpaLmMmM U MexaHU3mMax
cepfeyHon runeptpodumn [11, 12]. MHorne meguatopsbl,
rOPMOHbI 1 BGUONOTMYECKN aKTUBHblE BellecTBa BO34eW-
CTBYIOT Ha KJIETKU-MULLEHU YEPES 3TW KaHanbl, B3auMoaen-
CTBYS C peuenTtopamMu, cBA3aHHbIMKU ¢ G-6enKkamMu, BKtoYas
Gg-6enkn. CTOPOHHUKKM Teopuun Toro, 4to TRPC-KaHanbl
perynMpyloTca peLentopamMu, yTBEPXKAaloT, YTO pasnuny-
Hble aroHWCTbl, YBENU4YMBasa akTMBHOCTb docdonunassbl C,
cnoco6ceTByOT HakonneHnuto UTP3 u LAl 41O, B CBOIO
oyepeab, yBenuymBaeT npoHuuaemocTb TRPC-kaHanoB
And Kanbuma [8, 13-16]. CTOPOHHUKM KOHLLENLKUK, cornac-
HO KoTopon TRPC-KaHanbl ynpaBnsfioTCA KalbLWeEBbIM
[eno, nonaratoT, YTO arOHUCTbl BO3ENCTBYIOT Ha peLen-
TOpbl, CBfi3aHHble ¢ G-6enkamu, BKA4as GQq-6enKku,
4YTO NPUBOAMT K NOBbIWEHUIO aKTUBHOCTU docdonunasbl C.
370, B CBOIO 04epeab, Bbi3biBaeT HaKkonneHne UTP3 n AT
NTP3, B3anmoaenctBys ¢ peuentopamu Ha 3P/CP, cnoco6b-
CTBYeT BbICBOGOXAEHUIO MOHOB KanbLma (Ca2t) ns 9P/CP,
4YTO BefeT K UCTOLLEHMIO 3anacoB KajbLua B 3TOM opra-
HouAe. 3To 3anyckaeT akTnBaumio 6enka STIML, KOTopbIN
3aTteM aKktuBupyeT TRPC, uHTErpupysa ero B ceTb KalbLu-
eBbIX KaHanos M obecneynsas NocTynieHne MoHos Ca2*
B LMTO30/b M 06paTHO B IP.

AKTMBauua KaHanos TRPC wurpaet Kio4eBylo pofb
B PEryiMpoBaHuKn OTBETa KJIETOK Ha MeLMaTopbl, FOPMOHbI

M GMONOTMYECKM aKTMBHble BellecTBa. Hanpumep, TRPC1
aKTMBMpYeTCa rnyTamaTtoM B Ky/lbTypax HEMPOHOB rMMNMo-
Kamna, OKCUTOLIMHOM B MUOMETPUN BEPEMEHHbBIX KEHLLWH,
a TaK)e WHTEepNernKknHom 13 B mMuouMTax GPOHXOB KpbIC.
MoBbilweHne akTuBHOCTM TRPC4 Habntopaetcs npu aen-
CTBMM OKCWUTOLMHA, npoctarnaHgnMHa F2a M ageHO3UHTPU-
pocdhopHon KMcnotbl B MMoMeTpun. TRPCS akTnuBupyetcs
aroHMctTamu M-xonMHOPEeLEenTopoB (TaKMMK KaK aLeTuaxo-
JIMH U Kapb6axos) B ooumTax LWNopueBOn NAryWwKN U B HER-
poHax mblwK. AkTMBaLUusa TRPCS TaKke NponcxoauT B HEl-
poHax runnokamna noj BO3A4EeNCTBMEM 3MMAEpPManbHOro
daKTOopa pocTa M rmMcTamMmnHa, a TakKe Npu BO3AENCTBUMU
aHTUreHa Ha Ty4Hble KNEeTKM Kpbicbl. Kpome 3Toro, noj Bnvs-
HWeM aroHucToB anbdal-agpeHopeLenTopoB HabngaeTcs
POCT aKTUBHOCTH MblliMHOro TRPCG, KOTOPLIN 3KCnpeccupy-
€TCH Ha KNeTOYHbIX IMHUSX, MONYYEHHbIX U3 AMOPUOHANbHbIX
noyeK yenosekKa.

MccnegoBaHua MnoKasbiBaloT, 4To akTuBauus TRPC1L
n TRPC7 ycunuBaeT COKpPaATUTENbHYIO aKTUBHOCTb MUOME-
Tpua. Kpome Toro, naesectHo, 4to TRPC1-KaHanbl urpatot
BaXHy0 ponb B GYHKLMOHUPOBAHWUM TNafKMX MblLWL, U ApY-
rMX OPraHoB, a TaKXe y4acTBYIOT B perynsumm ¢as Knetoy-
HOro UMKna 1 obbema Knetku. Aktnsauusa TRPCS nop aen-
CTBMEM anuaepmanbHoro daktopa pocTa Cnoco6CeTByeT
POCTY M Pa3BUTUIO HEMPOHOB FOSIOBHOrO MO3ra, BK/OYas
HeWpOoHbI rMNNoKamna, a Takxe nogaepxusaet nponvdepa-
LMIO KNETOK M COKpalleHue rnajKon MyCKynaTypbl pasfiny-
HbIX BHYTPEHHUX opraHoB. Kpome Toro, aktnsauma TRPC5
yaydlwaeT MMMYHHble YHKLMU TYYHbIX KNETOK, BKJOYas
WX AerpaHynsaumio Npu BO3AENCTBUM aHTUreHa, B TO BpeMs
Kak TRPC6-KkaHanbl o6ecneynBaloT adPeKTbl, CBA3AHHbIE
C aKTMBaUuMen anbdal-agpeHopeLenTOpoOB U APYTUMU Kie-
TOYHbIMKU peaKkuuamu [13, 16, 17].

TRPC-KaHanbl BOB/ieYEHbl B COXHble 3aboneBaHus
1 ABNAIOTCA NOTEHUMaNbHbIMU MULWEHAMM ANa dapMaKono-
rMyeckoro BmellaTenbcTea [18, 19].
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ans pasnuyHbix noatunos TRPC [16, 20, 21]. K usBecT-
HbIM HWU3KOMOJEKYNAPHBLIM CTUMYNATOPaM KaHaloB OTHO-
caTca runepdopuH, rEHUCTENH U POCUIINTA30H, HO 60Sb-
WKWK Nporpecc HabngaeTcsa ¢ MHIMOBUTOPaMu, HEKOTopble
M3 KOTOpbIX o06fnajaloT MHoroo6elatouen akTUBHOCTbIO
M CeNeKTUBHOCTbIO. K MHrMbutopam OTHOCATCA 2-aMWHO-
3aTOKCHMANdeHnn6opaT, 2-aMUHOXMHONNHDI, 2-aMUHOTMA30/bl,
KUPHbIE KUCNOTbI, MPON3BOAHbLIE N30TMOMOYEBMUHbI, HadTa-
nuHcynbdaHnnamuabl, N-beHunaHTpaHMNOBbIE KUCNOTHI,
GeHnNaITUNMMNAA30bl, aHaNorM NUNepasuHa/NunepuanHa,
nonndeHobl, NMpa3onbl U cteponabl [16].

HeKoTopble 13 3TUX areHTOB Ha4yMHalT UCNOJIb30BaTbLCSH
B KayeCTBe WMHCTPYMEHTOB Ans onpeaeneHns Guanmonorun-
4YecKux u natodpumanonornyeckmx ¢yHkunin TRPC-KaHanos.
Kananbel TRPC 06bl4HO wMelT cnabyio 3aBUCUMOCTb
OT HanpPsXKeHUs 1 He 3aBUCAT HaNPSIMYIO OT OCHOBHbIX HER-
POTPaHCMUTTEPOB. BMECTO 3TOro OHM NO3BOASAOT HaNps-
MYIO MM KOCBEHHO CBSI3blBaTb OTHOCUTENIbHO MeLNEHHble
XUMUYECKNE U PUIMYECKME pEaKLMU C KNETOYHbIMU CUT-
HaNbHbIMW CUCTEMAMU KanbLMS.

KaHanbl TRPC urpatoT peluatollyto posib B roMmeocTase
KanbUMs, HaTPUS M MarHus B PasnnyHbIX TUMaAx KIETOK.
B Tpomb6oumMTax u B COCYAUCTbIX KNeTKax (BKAOYas aHgoTe-
NManbHble KNETKK, MaAKoMbllLeYHble KNeTKM) KaHanbl TRPC
pPeryanpyrloT NpMTOK KanbLUMs M y4acTBYOT B TPOM6006-
pa3oBaHWMM U BaA30KOHCTPUKLMKU COOTBETCTBEHHO. KaHanbl
TRPC TaK)Ke UrpatoT BaxKHYl0 posib B rOMeEOCTa3e KOCTew,
BAMAA Ha anddepeHLMPOBKY OCTEOKIACTOB U, BO3MOXHO,
Ha GYHKLMIO 0OCTE061aCTOB.

3TV KaHanbl WWPOKO 3KCNPECCUPYIOTCS B APYrUX TUNax
KNETOK, BK/OYas agnnouunTbl, HEMPOHBI U cepaeyHble MUO-
LUMTbl, FA€ OHW PErynupyloT pasfinyHble GU3NONorM4yecKme
npoueccol [16]. MNMony4yeHbl cBMAETENLCTBA O TOM, YTO: (@)
Bo3aencTBue Ha TRPC-KkaHanbl (NOBbIWEHWE PErynaunu
KaHanoB TRPC) yyacTByeT B pa3BUTUM TUNEPTPOPUM MUO-
Kapaa U cepaevyHon HepocTaTodHocTH; (6) TRPC1 n TRPC6
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PucyHoK. ®yHKuna TRPC-kaHanos

UrpatoT posb B NatoreHese KapauoMuonatuu, CBSI3aHHOM
C MblleyHon auctpoduent; (B) TRPC6 yyacTByeT B 3a4epK-
Ke npoBeAeHusa umnynbca nocne genonspusauun. Kananol
TRPC moryT moaynupoBaTbCs AMNMLAMW, OKMCAUTENbHO-
BOCCTAHOBMTE/NbHLIMU BaKTOpaMu U aroHUCTaMun peLenTo-
pOB, CBA3bIBASA 3TU CTUMYJ/bl C BHYTPUKIETOYHON KanbLine-
BOW CUrHanusauuen [16].

KNETKM CEPAEYHO-COCYAUCTON CUCTEMBDI

KapanomuouuTtbl

TRPC3 n TRPCG6 y4acTBYlOT B perynsauuu Kanbuue-
BOr0 CWrHana, 4Yto BAMSIET Ha COKpalieHue cepaevHoun
MblWLUbl WU cocyaucTbih ToHyc. KaHanbl TRPC3 n TRPC6
UrpatoT pelwatuyio poab B Guanonorum n natopusnono-
MK cepaeyHO-CcoCyaMCTON CUCTEMbl. DT KaHasbl CNOCo6-
CTBYIOT Mepefaye CUrHanoB KafbLMa B KneTKax rnagkomn
MYCKynaTypbl cepaua M COCyAOB, BAMASA Ha COKpalieHue
cepaua v ToHyc cocyaoB [22]. B kapanomuoumtax TRPC-
KaHanbl y4acTBYIOT Kak B GM3MON0rMYecKnx peakumsx, Tak
W B NaTON0MMYECKUX NpoLLeccax MMOKapaa Ha pacTsKeHue.
Mpu natonornyeckux coctossHnax TRPC3 n TRPC6 yyacTBy-
10T B pa3BUTUK rMNepTpoduUK cephLa U cepaedHon Hepo-
CTaTOYHOCTW. ITW KaHaibl TaKXe y4acTBYIOT B apUTMUSAX
W MHPapKTe MMOKapaa, YacTo aKTMBUPYIOTCS Npu cepaey-
HO-COCYAMCTbIX 3a60NeBaHusX, BKAOYAA TMNEPTOHUIO, U UX
MHIMOGUPOBAHME MOXKET YNYYLNTb CBA3AHHYIO C 3TUM NaTo-
dusunonorunio [22]. B To Bpemsl Kak Aeneuus oTaesbHbIX
reHoB TRPC3 unu TRPC6 He 3awmuiaeT oT runeptpodun,
BbI3BAHHOW Neperpy3kov gaBfieHneMm, KOMOUHUPOBaHHas
aeneumnsa man dapmaKkonormyeckoe MHrmnbuposaHue o060-
MX KaHanoB MoKa3blBaeT MHoroobeualowme peaynbraTbl
B NpeaoTBpaLleHnn NaToNornyeckom runeptpodun n auc-
dYyHKLMK cepaLa. 3T pe3ynbTaTbl CBUAETENLCTBYIOT O TOM,
4TO ABOMHOE MHrMbupoBaHue TRPC3 n TRPC6 MoXKeT 6biTb
noTeHUManbHON TepaneBTUYECKOW cTpaTernen Ans nedve-
HUS cepaeyHO-CcoCyanCTbIX 3a6oneBaHum.

TRPC

—> I

STIM1
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MpumeyaHne. TRPC — TpaH3UTOPHbIE KaHasbl peLenTopHoro noteHumana; UT®3 — nHosutontpudocdart; Al — anauunranuepon.

Figure. The function of TRPC channels

Note. TRPC — transient receptor potential calcium; ITPR3 (UT®3) — inositol trisphosphate; DAG (Al — diacylglycerol.
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FnapKoMbllWeYHble KJ1IeTKU COCYy 0B

TRPC-KaHanbl cnoco6CTBYIOT BadogunatauuMm U Baso-
KOHCTPUKL MK, NOAAEPIKMBAA HOpMasibHOe KpoBoobGpalle-
Hue. KaHanbel TRPC B rnagKombllweYyHbIX KNeTKax cOocyaoB
UrpalT pelarLyo pofib B PEryiMpoBaHMM KpPOBOTOKa
N GYHKUMKM cocyaoB. ITU KaHasibl CNOCOOCTBYIOT CYXXEHWUIO
COCyfl0B, POCTYy M nponudepaumm KNEeToK MNpu CTUMyns-
LMW HEMPOTPAHCMUTTEPAMK U FTOpMOoHamu [23]. AKTuBaLma
no6oro TRPC-kaHana Bbi3biBaeT AeNoNspuM3aLnio MeMm-
6paHbl. NoaToMy GyHKLMOHUPOBaHWe KaHanos TRP BauseT
Ha noTeHUMan-zaBUCMMblE KafblLMEBble KaHanbl BO36yau-
MbIX KNeToK. B noTeHuunan-He3aBUCUMbIX KJIETKaX KaHabl
TRPC Takxe cnoco6Hbl BO34eNCTBOBATb Ha KasbLMEBbIN
BXOA4 3a CYeT Aenonsipusauuvn uam runepnonspusauum,
npM MNOMOLM KanbLMN-3aBUCMMON aKTMBaLMW pa3nny-
HbIX KaHanoB, TaKMX KaK, Hanpumep, KanuveBble KaHabl.
B aHpgoTenvanbHbIX KneTkax KaHanbl TRPC6 cnoco6CcTBylOT
NMOTOK-3aBMCUMOW BasoaunaTauuuM B OTBET Ha pasapake-
HUWe, B TO BpeMS KaK KaHanbl rnagkon MyckynaTtypbl TRPC6
CNOCOGCTBYIOT CyXEHMIO COCYA0B B OTBET Ha AaBneHue [24].

HEPBHBIE KJIETKH

HenpoHbI

TRPC1, TRPC3 u TRPC4 BoBJieYeHbl B Ka/bLMWEBYIO
nepegavy, Kotopas BaxHa A5l HEMPONIACTUYHOCTH, Nepe-
[a4n CUrHaN0B U MPOLIECCOB, CBSA3aHHbIX C 60/bt0. KaHanbl
TRPC urpaloT pelwatolLyto posib B nepefadye CUrHanoB Kasb-
LUMs B HEMPOHAX, YTO HEOBXOAMMO ANS Pa3nUYHbIX GU3NO-
NIOTMYECKMX MPOLLECCOB, BKJ/Yas HENPOTPaHCMUCCUIO,
CMHaNTUYECKYI0 NMAaCTUYHOCTb U HOUMUENLMIO. TN KaHanbl
y4acTBYIOT B NOAAEPKAHUM rOMeocTasa KabLns B HENPO-
Hax, perynupys nocTyrnieHuMe KanabLus Yepes nnasmartmye-
CKYt0 MeMBpaHy, ¥ BHyTpuKNeTo4Hble 3anackl TRPCL1, TRPC3
n TRPC4 0co6eHHO BaxKHbl AN pa3BuTUd, npoavdepaLnm
n anbdepeHUnpoBKU HEMPOHOB [25, 26]. HapylweHune pery-
naunn KaHanos TRPC cBA3aHO ¢ HECKOIbKMMU HEBPOIOIHU-
YEeCKMMM pacCcTponcTBamu, BKAo4Yasa 60n1e3Hu [NapKUHCOHa,
Anburermepa n XaHTuHrtoHa [27-30]. Kpome Toro, KaHa-
bl TRPC cnoco6CTBYIOT HOUMUENUMU M NATOIOrMYECKOM
6011, NPU 3TOM aHOMasbHOE MOBLILEHNE YPOBHS KafbLus
B KJETKax MOXET NMPUMBECTU K nepexopy OT OoCcTpon 601u
K XpoHuYyecKon [31]. YunTbiBas nux pasHoobpasHble GyHKLUUK
B GM3MONIOrMKN M NaToNOrmMn HEMpoHoB, KaHanbl TRPC cTa-
HOBSITCS MOTEHUMaNbHbIMKU TEpPaneBTUYECKUMU MULLIEHSMMU
N5 HEBPOJIOTMYECKUX COCTOSIHUM U COCTOSIHWUM, CBSA3AHHbIX
¢ 60/1b10.

us

TRPC-KaHanbl BAUKIOT Ha MMKWalbHble KNEeTKU, rae u3me-
HAIOT METaboNn3M M peakLMto Ha MOBPEXKAEHME: KaHasbl
TRPC wurpatoT ponb B HOPManbHOW OYHKLUWKW [MalbHbIX
KNeToK u B natonoruun. B actpountax TRPCL n TRPC3 pery-
NIMPYIOT nepefayy CUrHanaoB KanbUus, BAMSS Ha nponunde-
paumio, MUrpaLmio U acTPOrIMO3 Nocsie YepenHO-MO3roBOK
TpaBmbl. AKTMBauua TRPC3 cnocob6CcTByeT peaKTUBHOCTHM
acTpouuToB, B To BpeMs Kak TRPC1 MoOeT oKa3blBaTb
WMHTMBUpYloLLEee AEeNCTBME.

KaHanbl TRPC y4yacTBytOT B NpOrpeccMpoBaHnm riMombl,
BMAS Ha nponvdepauuto, MUrpauunio, MHBa3uO, aHrmo-
reHes U MeTaboau3Mm, 4TO AeNlaeT MX MOTeHUMalbHbIMU
TepaneBTUYECKUMN MUWEeHAMK [32—34]. 3TK KaHasbl 3KC-
MPECCHPYIOTCS BO BCEX OCHOBHbIX TMMAX MMMasbHbIX KNETOK
M MOZYNMPYIOT pasnunyHble GYHKUMK, BKAOYas nponudepa-
MO HEMPOHHbLIX NMPeaWecTBEHHNKOB, HEMPOreHes, coxpa-
HEHVWE HEeWPOHOB M HEMPOHHYIO MNNACTUYHOCTb. Y4yacTue
KaHanos TRPC B rnvanbHOM mMeTabonIn3Me U peakumu
Ha TpaBMy NOAYEPKMBAET UX BAXKHOCTb Kak B HOPMaslbHOM

GYHKUMKM MO3ra, Tak U MpuU NMaTosIorMyeCKUX COCTOAHMSX,
npegnonaraa noteHunanbHble BOSMOXHOCTU ANA Tepanes-
TUYECKMX BMelWaTenbCTB MNpU TpaBMax roJIOBHOIo Mo3ra
N rnmomax.

KJETKM UMMYHHOW CUCTEMBI

T-numdpouUTbl

TRPC-KaHanbl, Takne Kak TRPC1 n TRPC4, aKTMBHO y4ya-
CTBYIOT B Ka/lbLLMEBOW CUITHANM3aLMK, YTO PerynnpyeTt akTu-
BauMio U npoandepaunto UMMYHHbIX KNETOK. T-nuMdoumnThl
CNOCOGHbI Ha CNOXHYIO nepejayy CUrHanoB KanbLus
L4N51 BbINONHEHMS pa3nnyHbIX GYHKLMI, BKIOYasA aKTUBaALMIO,
nponndepaumio n abbeKTopHbIE peaKkLnn. MHOXXEeCTBEHHbIE
KaNbLMeBble NPOHULL@EMblE KaHanbl B Mna3mMaTU4eCKOoM
mMemMbpaHe M opraHennax cnoco6CTBYIOT MPOCTPAHCTBEH-
HOM W BPEMEHHOM NOKanu3auuu KaibLUMEBBIX MWUKPOAO-
MEHOB, KOTOpble TOHKO HacTpauBaloT nepegavy CUrHanos
T-kneTkamu [35]. ATU CUrHaNbl KanbLUUs UrpatoT peLlatoLLyo
POJib B MOAYNALMK MEeTabOoNMYECKMX NyTEN, TaKMX KaK aKTu-
Bauns AMPK (AM®-aKkTuBnpyemas npoTeMHKMHa3a — KJo-
4YeBOW Perynsatop aHepreTnyeckoro 6anaHca Kak Ha Kne-
TOYHOM YPOBHE, TakK M Ha YpOBHEe BCEro opraHuama), nyTb
PI3BK-AKT-mTORC1 (nyTb PI3K/AKT/MTOR — BHyTpuKne-
TOYHbIA CUIHANbHbLIA NYTb, LEHTPaibHbIMKM KOMMOHEHTaAMM
KoToporo asnsatTcs depmeHTbl GochONHO3UTUA-3-KMHA3a
(PI3K), knHa3bl AKT 1 mTOR), aapo6HbIA TUKOANU3 U MUTO-
XOHApHWanbHbin MeTa6onnam [36]. MUKpoagOMEHbl KanbLus
0CO6EHHO BaXKHbl HA PaHHWUX CTafusAX aKTUBaUMKN T-KNETOK,
npoucxoasilen ele A0 CTUMYyNSAUMKM T-KNETOYHOro peuen-
Topa (TCR) 3a cyeT aareauMm K 6GefnKaM BHEKIETOYHOro
MaTpuKca.

Kak agreanoHHo-3aBucKMMble, Tak U TCR-3aBUCKMMblE
MUKPOLOMEHbI KalbUMA MMET peliatowee 3HavyeHue
ansa GopmMupoBaHUA afanTUBHbBIX MMMYHHbIX PeaKLWi.
HapyweHue perynaumu nepegavyvM CUrHanoB Kanbuus
B T-KNeTKax MOXeT NPUBECTU K Pa3MyHbIM ayTOMMMYH-
HbIM, BOCNanUTENbHbIM U UMMYHOAEDULMUTHBIM PaCcCCTPOW-
ctBaM [36, 37]. HakonuTenbHbIn Bxoa Kanbums (SOCE —
store operated calcium entry) saBnsgeTcsa BaXKHEWULWWUM
MEXaHM3MOM MPUTOKa KalbLMA B MMMYHHblE KIETKH,
B NepBYto o4epeab 0NocpefoBaHHbIM KanbLMeBbIMU KaHa-
flaMu1, aKTUBUPYEMbIMU BbiICBOOOXKAEHMEM Kanbunsa (CRAC
activation).

KaHanbl CRAC coctosiT 3 6enkos ORAI B nnasmaTtuye-
CKOW Memb6paHe, akTuBupyemblx 6enkamm STIM1 1 STIM2
B JP. Mocne nctouleHns Kanbumsa B AP 6enkun STIM mynbTu-
Mepu3yloTes (cyobeauHuubl 6enka 06beaUHAITCH B OAMH
KOMMNEKC) U nepemMeliatotca B MeMbpaHHble COeaNMHEHMS
OP-nnasmatuyeckon memoOpaHbl, rae CBSA3blBaOTCS U aKTU-
BMpPYIOT KaHanbl ORAIL. 3TOT npouecc Heob6xoaum Ana pas-
NIMYHBIX GYHKLUMA UMMYHHbIX KNETOK, BKOYas aKTUBaLMIO
NMMPOLMTOB.

HepaBHue CTPYKTYpHbIE M GYHKLMOHaNbHbIE UCCeoBa-
HWS MO3BOJIUAN NONYYUTb NPELCTABIEHNE O MONEKYASAPHbIX
MexaHu3max akTuBauumm STIM, oTKpbITUM KaHanoB ORAI
M YHUKanbHbIX cBOWCTBax KaHanos CRAC, Taknx Kak BblCO-
Kasi CeNeKTUBHOCTb KaNbLMa M HU3Kas NPOBOAMMOCTb.
HapyweHve perynaumnn kaHanos SOCE um CRAC cBa3aHO
C ayTOUMMYHHbIMKW 3a60MeBaHUAMU U APYTMMKU NaTONOrms-
mu [38-40].

Kananbl TRPC, Bkntovyas TRPC1 u TRPC4, yyacTBytoT
B nepefaye CUrHanoB KanbLua B T-KNeTkax, perynupys
TakuWe npouecchl, Kak nepejaya v akTuBaLumsa peLentopoB
T-kneTok. HepaBHWe uccnegoBaHUsa BbIIBUAW MOTeHUMan-
3aBUCUMble KanbluMeBble KaHanbl (Cavl) B T-niumdounTax,
KOTOpble UrpatoT peLlatoLLyto Posb B Pa3fnyHbIX KIETOYHbIX
PYHKUMAX. ITK KaHanbl, ocob6eHHo noatun Cavl.l, BbICOKO



9KCMPECCHUPYIOTCA B aKTUBUPOBAHHbIX T-K/IeTKax U GyHKLMO-
HUPYIOT B 3aBUCUMOCTH OT CTUMYASLMK peLenTtopa T-KNeToK
(TCR) [41]. Cneunduryeckun ana T-kneToK BapuaHT Cavl.l
He UMeeT 3K30Ha 29 ¥ COAEPKMT YHUKanbHble N-KOHUEBbIE
9K30HbI, YTO NpeanonaraeT U3MEHEeHHble MeXaHU3Mbl FelTH-
POBaHMS MO CPABHEHUIO C MbILEYHLIMU KJIETKaMK.

B T-numdoumnTax aKCNPeCccUpytoTcs Kak perynsatopHble
B- (B3 B4), TaKk 1 nopooGpasytolme al-cyobeanHuubl Cav-
KaHanos, npuyem B-cybbeanHuLbl UMEIOT pellatollee 3Ha-
yeHue 4ns HopManbHoM GyHKLUKMKU T-KNeToK. MNpumeyaTenbHo,
yto Cav-KaHanbl B T-KNeTKax, No-BUAMMOMY, GYHKLMOHMPY-
0T HE3aBMCMMO OT 3HA4YMTENbHOM Aenonspusauun Mem-
OpaHbl, 4TO YKa3blBaeT Ha HOBbIN MEXaHW3M Perynsuuu,
OT/IMYHbIN OT BO36YAUMbIX KNEeToK [41, 42].

MakKpodaru v JeHAPUTHbIE KNIETKHU

TRPC-peuenTopbl MrpatoT poib B BbICBOOOMKAEHWMU
LMTOKMHOB M LPYrMXx MeanatopoB BOCMANEHWUs, perynmpys
UMMYHHbIV OTBET. KaHanbl TPaH3UTOPHOIro peuenTopHOro
noTeHuMana TakXe WrpatT poib B OYHKLUMUAX MMMYHHbIX
KNIETOK W BocnanutenbHblX peakuuax. Kananel TRPC y4ya-
CTBYIOT B aKTUBHOCTM MOHOLIMTOB M MaKpodaros, BKIOYas
daroumnTos, BbIpabOTKY LIUTOKMHOB M BbIXXMBAEMOCTb Kie-
TOK. B geHapuTHbIX KneTkax kaHanbl TRPC yyacTBytoT B pac-
No3HaBaHWM aHTUreHa U MUrpaLun KNeToK.

MoacemenctBa KaHanoB TRPC 0C06EHHO BaHbl
ona QYHKUMA MMMYHHbBIX KJIETOK, TakKux Kak addeKTop-
Has ®yHKUMA NK-KNeTok, Murpaumns AeHAPUTHbIX KIETOK
1 BbICBOGOX/AEHWE XEMOKMHOB MaKkpodaros [43]. 3Tn KaHa-
Nibl TaKXe y4yacTBYIOT B Mepegaye CUrHaloB peLentopos
T- 1 B-KneTtoK, 6aKTepuumMaHON aKTUBHOCTU HENTPOPUIOB
1 MaKkpodaros u AerpaHynsunm TYYHbIX KIETOK.

Yyactne KaHanoB TRPC B pasnnyHbiX MMMYHHbIX MPO-
Leccax cBf3blBaeT MX C BOCNanMUTENbHbIMU U UMMYHO-
onocpeaoBaHHbIMK 3a60NeBaHUAMM, YTO AeNaeT UX NOTeH-
LManbHbIMK TepaneBTUYECKUMU MUeHIMU. Heobxoanmbl
JanbHenwWwmne nccnegoBaHms, YTo6bl NONHOCTLIO MOHATL PONb
KaHanoB TRPC B BocnaneHun u uMmyHuTeTe [43-46].

KJIETKM SHAOKPUHHOW CUCTEMbI

beta-KNneTKu nogxenyao4HON }xKenesbl

TRPC5 perynupyeT Ka/ibLiMeBbI NOTOK B OTBET Ha MIOKO-
3y Y BIUSIET HA CEKPELMIO UHCYNNHA. MccneaoBaHUs NOKas3bl-
BaloT, 4To noacemenctBo TRPC, akTMBUPOBaHHbIN KalbLMEM
KaTWOHHbIM KaHaf, UrpaeT peLlatoLLyto poib B pPeryinMpoBa-
HWUM CEKPEeLMM MHCYNIMHA B-KNTIeTKaMM NOAXKeNyA04YHOM Kene-
3bl. MccnepgoBaHuUsl NOKa3bIiBAOT, YTO 3T KaHabl HEO6X0AM-
Mbl A9 [IIOKO30CTUMYNIMPOBAHHOW CEKPELMU WMHCYNIWUHA,
npu 3TOM y Mblliel ¢ HOKayTOM HabntoaaeTca HapylweHue
TONEPaHTHOCTM K [NIIOKO3€e W CHUXKEHME BbICBOOOXAEHUS
MHcynuHa [47]. TRPC yyacTBYIOT B CBSI3W BHYTPUKIETOYHO-
ro BbICBOOOXAEHUSA KaslbLUA C 3NEKTPUYECKOW aKTUBHO-
CTblO M KNETOYHbIMK peaKuusiMu B B-KneTkax. Kpome Toro,
OHM OnocpeayloT CEKPELIMIO MHCYIMHA B OTBET Ha MOKO3Y,
L-aprMHUH WU TNIOKaroHonoAo6HbIM nenTng 1 B OCTPOBKax
Kpbic [48].

DYHKUMA KaHana BbIXOAUT 3@ pPaMKW Aenonspu3aLiuu
MemO6paHbl, YTO yKa3blBaeT Ha €ro BaXHOCTb B C/IOXKHOM
npoLiecce cekpeunn nHcynuHa. NMoacemencteso TRPC ctano
noTeHLUMaNbHOM MULLEHbIO AN Pa3paboTKU MHCYMHOTPONM-
HbIX NpenapaToB M3-3a ero CNoCO6HOCTHU MOBbILWATb BHYTPU-
KNEeTOYHbIM YPOBEHb KanbLMs U MHAYLMPOBATb Aenonspun3a-
umto membpaHbl [49].

Kpome Toro, kaHanbl TRPC BHOCAT cBOM BKNajg B GOHO-
Bble 1ENONIAPU3YIOLLME TOKK, IENO-YNPaBASEeMbl BXOA Kallb-
LMs 1M KonebaHus KanbLms B B-knetkax. TRPC1 6bin1 ngeHTm-
durumMpoBaH B B-KNeTKaX M KNETOYHbIX IMHUSAX MHCYTMHOMBI

[49]. 3T KaHanbl pPerynauMpyloTcs pas3nyHbIMM MeEXaHW3-
MaMW, BKJOYas aKTMBaLMIO PeLenTopoB, COMPSXEHHbIX
¢ G-6e/KoM, ucToleHne 3anacos Ca2* 3P, Tenno U oKUCAK-
TenbHblM cTpecc. KaHanbl TRPC MoaynupyloT roKO30CTH-
MYNMPOBAHHYIO CEKPELMIO MHCY/IMHA 3a CYET MOBbIEHUS
BHYTPMKNETOYHOIO YPOBHS KanbLMs U Aenonspu3aunmn Mem-
6paHsbl [50].

KneTtku Hagno4Ye4YHMKOB

TRPC-KaHanbl y4acTBYOT B perynsumm Cexkpeuun rop-
MOHOB, TaKMX KakK afpeHanuH. KaHanbl TpaH3UTOPHOro
peuenTopHoro noTeHuMana yyacTBYIOT B PeryampoBaHuu
CeKpeLun ropMOHOB B Pa3/iMyHbIX SHAOKPUHHbLIX Xenesax,
BK/lOYas HagmnoyYyevyHuKn. B xpomadPpUHHbIX KNeTKkax Hag-
no4yevyHMKoB KaHanbl TRPC onocpeayloT MHAYLMPOBAHHbIN
rOpMOHaMu MPUTOK KalbLMS U CEKPELMIO KaTexonaMmMHOB
[51]. NoBbiweHHas akcnpeccusa TRPC npu meTabonnyeckom
CUHAPOME MOXKET NPUBECTU K MNOBLIWEHUIO YPOBHS aapeHa-
fIMHa B Nna3Me KPOBM M HaCTOTbl CEPAEYHbIX COKPaLLEHUH,
4YTO NOTEHLMaNbHO CNOCOGCTBYET PUCKY CEPLEYHO-COCYAN-
cTbix 3a6oneBaHuin. Kananol TRPC WwWnpoKo pacnpoctpaHe-
Hbl B 9HAOKPUHHbIX Kenesax U pearnpyrloT Ha pasnnyHble
pasgpaxuTenu, BausSa Ha cekpeumto, nponndepaumio Kne-
TOK Y HEPBHYIO aKTMBHOCTb [51].

KJIETKU ANMUTENUA

AnuTennanbHbie KNETKU JIErKUX U KULLEYHUKa

TRPC-KaHanbl y4acTBYIOT B perynsiumm MOHHOro TpaHc-
nopTa M KNETOYHOM CEKPELMH, YTO CBA3AHO C NOALEPKAHM-
eM romeocTasa. TRPC y4yacTBylOT ¥ B NogAepyKaHuM romeo-
cTasa, n B natoreHese 3ab6oneBaHni XKT. 3TM KaTUOHHbIE
KaHanbl 3KCNPECCUPYIOTCA B 3NMUTENMaANbHbIX KaeTKax,
MMMYHHbIX KN€TKax U HEMpOHax No BCen nuuieBapuTenbHOM
cucTeMe, 4encTBys B nepefaye pasfiMyHbiX CTUMYNOB U yya-
CTBYS B TPAHCMNoOpTe MOHOB [52].

CemenctBo TRPC perynupyeTr MHOMECTBO QYHKLIUNA,
BK/lO4as BOCMPMUSATME BKycCa, MEXaHO4YyBCTBMTENbHOCTb,
60/b, MOTOPUKY M CEKPELMIO B KENYA0HHO-KMLLEYHOM TpakK-
Te. OHM y4acTBYIOT B NpoLiecce BCcacbiBaHUS KanbLus U mar-
HUS, NepucTanbTUKK KNlevyHrKa [52].

TRPC TaKke crnoco6CTBYIOT NOAAEPHKAHUIO BHYTPUKIE-
TOYHOrO romeocTasa KanbLus B UMMYHHbIX U 3anuTennanb-
HbIX KNeTKax, BNMUAS Ha Takne NpoLecchl, Kak HouuLenuus,
Bblpab0OTKa MeanaTopoB BocnaneHus, ¢Garountos u Murpa-
LMS KNEeTOK. M3MeHeHUs B aKcnpeccun nnn GyHKUMKU KaHa-
noB TRPC cBA3aHbl C pa3nyHbIMU XKeNya04HO-KULLEYHbIMM
paccTponcTBamu, YTo AenaeT UX NePCNEKTUBHBIMU MULLEHS-
MW ANS NeYeHUs aTUX cocTossHum [53, 54].

KneTku noyek

TRPC-KaHanbl UrpatoT posib B perynaumm peabcopbumm
M 9KCKpEeLWW WMOHOB, B GM3MONOrMK M NaToPU3nOoNorum
noyeK. OHM peryanpyoT romeocTas KallbLus, OCMOYYBCTBH-
TeNbHOCTb M TPaHCI0KaLMo akBanopuHa-2 (AQP-2) B cucTte-
Me KaHanbueB [55]. AQP2 npu akcnpeccuu B MOAHOCTbIO
anobdepeHunpoBaHHbix agunouutax 3T3-L1 nposaBnaer
LAM®-3aBUCHMMYIO TPaHCNOKaLUMIO Nia3MaTUyecKon MeM-
6paHbl TaKUM e 06pa30oMm, KaK 1 B anNUTeNnanbHbIX KNeTKax
noyek. Mytaumm TRPC6 MoryT npuBoAUTb K HEPPOTUHECKUM
cuHApOMaM u cnoco6cTBoBaTb NPUOBGPETEHHBIM 3aboneBa-
HUAM Kny6oykoB. KaHanbl TRPC akcnpeccupytoTcst No Bcen
NoYe4yHOM COCYAUCTON CETU U MOTYT BAUATb Ha MOYEYHbIN
KPOBOTOK M cOCyaMCTOe conpoTuBneHune [56, 57]. YuntbiBas
MX yd4acTue B pa3nnyHblX GYHKUMSAX NOYeK u 3aboneBaHu-
AX, KaHanol TRPC uccnepyloTcs B KadecTBe MOTeHUManb-
HbIX TepaneBTUYECKMUX MULLEHEN NPU 3ab60neBaHMAX NoYeK
N TUNEPTOHUM.
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CEHCOPHBIE KJIETKH

MexaHopeLenTopbl

TRPC-KaHanbl MOryT y4yacTBOBaTb B MEXaHOCEHCOPHOMU
aKTMBHOCTWM Pa3/IMYHbIX KNETOK, TaKUX KaK KIETKM Chy-
Xxa (B YIUTKE) W KNETKMW, pearupyloliMe Ha pacTsKeHue,
4YTO Ba)XHO AN BOCMPUATUA olyleHUHn. OHM MOryT ObiTb
aKTMBMPOBaHbl MEXaHUYECKMM BO3AENCTBMEM Ha MNaasma-
TUYeCcKylo memb6paHy, npu atom TRPC5 pearupyet Ha runo-
OCMONAPHOCTb U pacTseHne MembpaHsbl [58].

KaHanbl TRPC moryT 6biTb HENnoOCpeACTBEHHO Mexa-
HOYYBCTBUTE/IbHBIMW WKW CBSA3@HHLIMW C APYrMMWU Mexa-
HOCEHCOPHLIMW KOMMOHEHTAMM, Y4YacTBYOWMUMU B TaKUX
npoLeccax, Kak ocsi3aHue, Cyx U perynsuus cocyamctoro
naBnexus [59]. KaHanbl TRPC npoaeMoHCTpUpoOBanuM mexa-
HOYYBCTBUTENbHbIE CBOMCTBA, pearnpys Ha mem6paHHoe
Hanpsi*xeHue, CTPYKTypHble 6GENKOBblE B3auUMOAENCTBUS
WUIN MEXaHOYyBCTBUTENbHblE CUTHanbHble NyTn [58]. Tem
He MeHee, B HacTosiLLee BPeMS BEAYTCS CMOPbI O TOM, aKTu-
BMpYIOTCA M HeKoTopble KaHanbl TRPC, Takne kak TRPC1
n TRPC6, HenocpeACTBEHHO MeEXaHWYeCKOW CTUMynsumewn
WM BKJIIOYAIOT KOCBEHHbIE MeXaHW3Mbl, 0COGEHHO B KOH-
TEKCTE apTepuanbHOro MMOreHHOro oTBeTa (Nepdy3noHHoe
[laBNeHNe B MUOKapAe MOXKET MOHUKATLCS NMPU NMOHUKEHUN
[laBNEeHNS B a0pTe; OKKJIKO3MN KOPOHAPHbIX COCYA0B; AOCTH-
EHWMW npefena BasoaunaTalMKM KOPOHAPHbIX COCYAOB;
CUHPOME KOPOHAPHOro MOAK/IIOYMYHOIO O6KpaiblBaHUS
(CSSS), korga BcneacTeve gunartalnmn KOpOHapHbIX COCYA0B
B 3/[I0POBbIX y4acTKax MWOKapaa nagaeT nepdy3voHHoe
[aBneHne B 30HE 1lemMnn mmokapaa) [60].

HepaBHMe wWccnefoBaHUSA Yy  MEKOMUTAOWMX TaK-
YXe MOoKasblBaloT, 4To KaHanbl nogcemencrea TRPC moryt
paccmaTpuBaTbCH B KayeCTBE BO3MOXHbIX KaHAWAATOB
Ha MexaHOCEHCOpbLI, pearvpyloume nMbo Ha HanpsiKe-
HWe, NMBO Ha NOTOK, TM60 Ha U3MeEHEeHUsT 06beMa KIIETOK.
TeM He MeHee, NMPOTMBOpPEYMUBbLIE pe3ynbTaTbl MOCTaABM-
1N MoJ COMHEHMe TO, 4YTO 3TW KaHanbl, BKAo4Yaa TRPC1
n TRPCG, Hanpamyio aKTUBMPYIOTCA MNPU MexXaHUYeCKowm
CTUMYNSLMK.

B 0630pe R. Sharif-Naeini n coaBT. (2008) akueHTUpytoT-
Csl MexaHoCceHcopHas dyHKumMa KaHanoB TRPC (nmeeT mecTo
NPsSIMOM MM KOCBEHHbLIM MexaHWM3M) W npeanonaraemas
pOfib 3TUX KaHafloB B apTepuanbHOM MWOrEHHOM peaKLuu
Ha U3MEeHeHUs BHyTpUcocyamncToro aasneHuns [60].

Heob6xoamMmbl AanbHenWwne uccnenoBaHus, YToObl noja-
TBEPAUTb TOYHYIO pPOSib pasfinyHbix M3odopm TRPC B mexa-
HOCEHCOPHbIX NPOLECCax.

TepmopeuenTopbl

KaHnanbl TRPC y4acTBytOT B BOCNPUATUM TeMMepaTypbl,
nomorasi OpraHuM3my pearmpoBaTb Ha W3MEHEHUS OKPYy-
Kawllen cpeabl. 3TM KaHanbl, BXoAdUlMe B CEMENCTBO
nepexofHbix peuenTopHbix noTteHuuanos (TRPC), akc-
NMPECCUPYIOTCS B CEHCOPHbIX HEMPOHaX WM KOXe, pearnpys
Ha onpeaeneHHble TennoBblie noporu [61]. MNoagcemencTBo
TRPC moryt o6GHapy)uBaTb TemnepaTypy B Auana3oHe
OT HW3KMX A0 BbICOKUX TEMNepaTyp, AENCTBYS KaK MOMEKY-
NIIPHbIE CEHCOPbI ANs onpeaeneHmsa Temnepatypsbl [61]. 3Tn
KaHanbl y4acTBYIOT B BOCMPUATMM TemnepaTypbl M 60u,
cnoco6¢cTByst 60/1€BOMY OLLYLIEHUIO MPWU NATOIOMMYECKMUX
COCTOSIHUSAX. [10 KpaiHen mepe ceMb TEPMOYYBCTBUTESbHbIX
TRPC-KaHanoB 6binnM MAEHTUOULMPOBAHbLI Y MJIEKOMNUTalo-
wmx [62, 63]. MoneKkynsipHble MeXxaHU3Mbl, ieXKalline B OCHO-
Be aKkTMBauun KaHana TRPC, cnoxHbl M pa3HOO6pa3sHbl,
4TO NO3BONSET KIETKAM pearnpoBaTb Ha PasnMyHbie CTUMY-
Jibl OKpY»Katolen cpelbl [61-64].

3Tv KaHanbl, y4acTBYlOLIME B Pa3nyHbIX pU3nonoruye-
CKMX M NaTON0rM4EeCKMX NpoLeccax, CTanaun noTeHunanbHbIMU

TepaneBTUHECKMMU MULIEHAMWU ANA J€YEeHUS PasaUYHbIX
3a60neBaHni, BKAOYas pecnupaTopHble, HeBpOsoruye-
CKMe M cepllevHOo-CoCyanCTble paccTponcTBa [65].

3AK/IIOMEHHUE

Takum o6paszom, TRPC npeactaBnsitoT co6oi BaKHbIM
K/laCC MOHHbIX KaHafloB, UrpaloWmx LEeHTpanbHyl0 pofb
B PerynsiuMmM KAEeTOYHbIX CUrHanoB, obMeHa MOHOB W MOA-
LepXaHnn BHYTPUKIIETOYHOIO Ka/bLMEBOro romeocrasa.
AKTyanbHOCTb UCCNefoBaHKSA 3TUX PeLenTopoB Bo3pacTaeT
C Y4ETOM MUX y4acTus B naToreHe3e MHOXKecTBa 3a6oneBaHui,
BKJ/ll0Yas paccTpomcTBa HEPBHOW, COCYAUCTON M MMMYHHOM
cuctem. NoHnmaHune GyHKLUMn TRPC-KaHanoB No3BONUT pas-
paboTaTb HOBble TepaneBTUYECKWE CTpaTernu, OPUEHTUPO-
BaHHble Ha BOCCTAHOB/IEHWE HOPMa/lbHOWM GYHKLIMK KNETOK.
TaK, KOMOGMHUPOBaHHbIE TepaneBTUYECKUE MOAXOAbl, TaKue
Kak dapMaKoTepanus, KneTovHas Tepanus n mexaHudecKkas
CTUMYASALMSA, MOTYT 3HAYUTENbHO YyULWNTb pe3y/bTaThl eve-
HMS 3ab0neBaHWi, CBA3AHHbIX C HapyLeHUsIMU GYHKLMK
TRPC. U3yyeHune TRPC oTKpbIBaeT HOBblE FOPU30HTbLI B Tepa-
NuW pasnnyHblX 3aboneBaHW W NPeaocTaBAsSET LEHHble
3HaHUS, KOTOpble MOryT ObiTb MCMNOAb30BaHbl ANS yay4lue-
HWUA AMArHOCTUKM, NedeHns n NpoduUnakTMKK 3abonesBaHunm.
370 NoAYepPKUBAET BaXKHOCTb MPOLOIKEHNUS UCCNefOoBaHWUM
B AaHHOM 0651acTu ANS BbIIBAEHUS HOBbIX TEpaneBTUYECKMX
cTpaTerui 1 ynyyweHus KayecTsa XU3HU NaLMeHTOB.
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ApakensiH AHHa JleBOHOBHa, BPay-racTpo3HTEPOSION OTAENEHUS FraCTPOIHTEPONOrUM A9 AETEN, HAYYHbIM COTPYAHUK OTAENa Hay4HbIX OCHOB
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BocnanutenbHbie 3a6oneBaHus KuledyHmnka (B3K) y geten npeactaBisioT CO60M XPOHUYECKME MMMYHOOMNOCPe40BaHHbIE
COCTOSIHUS, CYLECTBEHHO BAMsOLME Ha Ka4ecTBO xu3Hu (KXK). UHcTpymeHTbl oLeHKku KXK, paspaboTaHHble crieynaibHO
AN19 AeTel, no3BOJISOT KOJIMYECTBEHHO OMNPEeAEnnTb CTerneHb BAUSIHUS 3a60/1eBaHUsl Ha Pa3/IMYHbIE aCMeKTbl UX U3HM,
TaKMe Kak noBceAHeBHasi aKTMBHOCTb, 3MOLIMOHA/IbHOE COCTOSIHWE, CcoUMallbHble B3auMOAENCTBMS U Ap. Pesynbratsl
nccnegoBaHmn 4eMoHCTpupyioT, 470 B3K oKka3biBaloT HeratuBHoe BausiHne Ha KXK geten, npuBoAsi K CHUXEHMIO ycrieBae-
MOCTM B LLIKO/E, OFrPaHUYEHMIO COLIManbHON aKTUBHOCTH M ICUMXO10rMYECKUM NpobieMaM, TaKUM KaK TpeBora u ernpeccus.
Ta)xecTb 3ab60/1eBaHMs, YacToTa 060CTPEHUM, HAZTMYUE CUMITTOMOB, BHEKMLLIEYHbIE MPOSIBIEHUS, HEOOXOAMMOCTb CO6JII0-
JIEeHUSI AMETBI, YacTbl€ rocrnuTann3aLnu n nobo4YHele 3PEKTbI TIEKAPCTBEHHOM Tepanum sIBASIIOTCS paKTopamMmu, acCcoLmnu-
poBaHHbIMK ¢ 6osiee HU3KUM KXK. Yaydwernune KXK siBisieTcsi O4HOMN M3 KKOYEBbLIX Lieaei 1e4eHns Hapsay C AOCTUKEHUEM
K/IMHUYECKON M 3HAOCKOMMYECKON peMmuccuun. BmewatenbctBa, HanpaBieHHble Ha noBbilweHne KX npu B3K y peten,
BKJ/tO4alOT B ce65 papMaKoIorM4eCcKyo Tepanuio, ONTUMU3aLmnIo HYTPUTUBHOIO CcTaTtyca M MCUXOCOLMAsIbHYO MOMOLLb.
PerynspHas oyeHka KX no3BosiseT Bpadyam M poaUTENISIM Jy4lle MOHATb NOTPEBGHOCTH pebeHKa, BbisiBUTb NPO6IEeMHbIE
o6nacTn u pa3paboTaTb MHANBUAYaAJIbHbIE CTPATEMMN, HarpPaBJ/IEHHbIE HE TOJIbKO Ha KOHTPOJ1b 3a60€BaHMs, HO 1 Ha yy4-
lweHue obujero 6aaronosyyusi. B ctatbe 0606LeHbl JaHHbIe O CyLLEeCTBYOLMX MeTogax oueHkn KXK B neguatpuu, B ToM
4yucsae npu NaToaornm Keayao4Ho-KUILLIEYHOro TpaKkTa, M B YacTHOCTM — rnpu B3K.

Knro4eBble cnoBa: BocrnanntesbHble 3a60/1€BaHUS KULLIEYHMKA, SI3BEHHbIN KOJIUT, 60/1€3Hb KpOHa, Ka4yeCcTBO KU3HM,
MOAY/1b raCTPOUHTECTUHA/IbHbIX CUMIITOMOB

Ansa uyntupoBaHus: ApakensH A.Jl., CypkoB A.H., BeccoHoB E.E., MNMonosa 0.H0., UaTtypoBa A.A., Anekcees [.A.,
bbiykoBa [1.B., pasHoBa A.A. BO3MOXHOCTM OLEHKM KayecTBa W3HW NPU BOCMNANMUTENbHbIX 3a60/1€eBaHUAX KULLIEYHUKA.
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BBEEHMUE

BocnanutenbHble 3ab6oneBaHus KuwedHuka (B3K)
y oeTen npeacTaBnaioT co60on XpOHUYECKME MMMYHOOMOC-
pefoBaHHbIe COCTOSIHUS (A3BEHHbIN KonuT — AK, 6one3Hb
KpoHa — BK), cyuwecTBeHHO BAusilolME Ha Ka4vecTBO
#n3HKU (KXK) [1]. TaxkecTb TeyeHus 3aboneBaHus, YactoTa
peLVANBOB, BbIPaXEHHOCTb CUMNTOMOB, HalM4YUE BHEKU-
WeYHbIX NPOSIBNEHWI, NOTPEBHOCTL B COGMIOAEHUN ANETU-
YEeCKMX OrpaHUYeHui, YacTble rocnuTanmMsaumm U noGou-
Hble apdeKTbl MeAWKaMeHTO3HOM Tepanun — daKTopbl,
HeratMBHO Bausowme Ha KX [2—-4]. Ynydywenne KXK pac-
CMaTpMBalOT KaK OAHY M3 MPUOPUTETHLIX 3aAad Tepanuu
Hapsay ¢ AOCTUMKEHMEM KJTIMHUYECKON U 3HLO0CKOMUYECKOM
pemuccun. TepaneBTUYECKME MOAXOAbl, HaNpaB/eHHble
Ha noBbiweHne KX npu B3K y neten, BkatovatoT papmakro-
NIOrMYecKoe NievyeHne, onTUMU3aumnio HyTPUTUBHOIO CTaTy-
ca 1 ncuxocoumanbHyo noaaepky [5]. CuctematuyecKkas
oueHKa KX nossonser Bpayam u poauTtensm 6onee rny-
60KO NoHMMaTb NoTpebHoCcTM pebeHKa, onpeaensitb Npo-
6neMHble 06nacTu u paspabaTtbiBaTb MEPCOHANNM3UPOBaAH-
Hble NMOAXOAbl, OPUEHTUPOBAHHbLIE HE TOSIbKO Ha KOHTPO/b
Haj 3a6oneBaHWeM, HO W Ha ynyylweHue obLero camo-
yyBcTBUSA. [lanee 6yayT pacCMOTPEHbl COBPEMEHHbIE BO3-

MOXHOCTK ouUeHKN KX B MeaMLIMHCKON NMPaKTUKe C aKLUEH-
TOM Ha NaToJIOrUI0 XenyaoyHo-KuweyHoro tpakta (MKKT)
y AeTen, U B HacTHOCTHU Ha B3K.

OLLEHKA KAYECTBA XU3HHU

B MEAMLIMHCKOM NPAKTUKE

CornacHo onpeaeneHnio BcemupHon opraHusauymu
3apaBooxpaHeHns, KX — 3To «BoCcnpusaTMe MHAWMBUAAMM KX
NOJIOXKEHNS B }KU3HWU B KOHTEKCTE KyNbTypbl U CUCTEMbI LiEH-
HOCTEWN, K KOTOPbIM OHWM OTHOCATCS, UKW B CBA3K C MUX LIeNs-
MU, YasHUSMWU W OXKMAAHWSAMMW, CTaHOapTamMuM U HOPMaMu,
npoénemMamu U TPyaAHOCTAMU» [6]. TO AOBOJILHO LWIMPOKas
KOHLIEMLMSA, Ha KOTOPYK KOMMIEKCHO BAMUSIOT dpU3nyeckoe
3[0POBbE, MCUXONOMMYECKOE COCTOSIHWE, NIUYHblE YO6Eex-
[EHUs, couMabHble CBSI3U YEeIOBEKA M €ro OTHOLEeHUe
K XapaKTepHbIM 0COO6EHHOCTAM OKpyXKatowen cpeabl [7].

OueHky KX npoBoasaT no 06bEKTUBHbLIM U CYObEKTUBHbBIM
Kputepusam. ns 06beKTUBHOM OLLEHKM MUCMONb3YIOT MHAEKC
pa3BUTUS 4YEN0BEYECKOro NoTeHuMana, MHAMKaTopbl KOMKC-
cun OpraHuzauum O6beauHeHHbIX Hauwmin no Bonpocam
06pa3zoBaHus, Hayku 1 KynbTypbl (UNESCO — United Nations
Educational, Scientific and Cultural Organization) no Hapogo-
HaceneHuto n KXK. MHTerpanbHble nokadatenn KXK, paspabo-
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TaHHblE POCCUMCKUMM yHEHBIMU, BKOYAIOT B CEOS LUMPOKUIA
CMEKTP MHAMKATOPOB MO rpynnam: GpUHaAHCOBO-IKOHOMMUYeE-
CKMe noKaszaTenu; MnokasaTenu martepuanbHoro 6naaroco-
CTOSIHUS; MEAMKO-3KONOrMYeCKne noKasaTtenu; nokasatenu
LYXOBHOro 61arocoCTosiHMs; AOCTYNHOCTb M KayecTBO obpa-
30BaHUs; COCTOSIHME coLManbHOM cpeabl; Aemorpaduyeckue
nokasaTenu 1 nokasartenn 6e3o0nacHOCTH; 61aroCoCTOsHUE;
pa3BuUTME cropTa U GUIMYECKOW Ky/bTypbl; pa3BuUTUE Kade-
CTBa TPYAOBOM XM3HU. KpoMe Toro, B METOAMKE OLEeHKU KK,
paspabotaHHon C.A. AMBa3sHOM, WHTErpabHbIi WHAWKA-
Top K} BKNoYaeT B ce6 OCHOBHblE KPUTEPUM, OTpaXKato-
WMe pas/inyHble acneKTbl YA0OBNETBOPEHUS GUONOrMYECKMX
1 coumanbHbIx NoTpebHocTeN YenoBeka [8].

OueHka K} nossonsieT onpeaenuTb CTEMNEHb BAUSHUSA
60n1€e3HM Ha HopmasibHoe GYHKLMOHUPOBAHWE M Ha BbINON-
HeHWe couManbHbIX ponen, AaeT BO3MOXHOCTb BbISIBUTb,
4YTO MMEHHO BbI3bIBAET HaMpPsXXeHWe U CTpecc y nauueHTa,
nomoraeT 60/5iee aKTMBHO NPMBAEYb YelOBEKa K npoLleccy
60pb6bl ¢ COGCTBEHHBLIM Heayrom. bnarogaps oueHke KX
BO3MO}HO OMpeaennTb NPUYMHY HU3KON 3DDEKTUBHOCTU
NevyeHnss U OTKOPPEKTMpOBaTb TepaneBTUYECKYID cTpaTte-
rvio, nogobpaB TakMe MeToAbl, KOTopble OyayT Lenecoo-
6pa3Hbl UMEHHO AN AAHHOMo nauMeHTa Ha OCHOBE Nepco-
Hann3npoBaHHOro noaxoaa [9].

MpumeHeHne pa3IuYHbIX ONMPOCHUKOB

YHuMBEpPCanbHbIM MHCTPYMEHTOM Ana u3dyyeHus KX
B MeAuLMHe ABNSIOTCS ONPOCHWKKU. B 3aBUCMMOCTHM OT 06na-
CTM NPUMEHEHUS OHU KnaccubuuMpyloTCcs cnegyowmum
obpasom:

a) o6LMe ONPOCHUKMK (AN AeTen U B3POCbIX);

6) cneuunanbHble ONPOCHUKU — MO 06AacTAM MeAULMHDI,
Nno HO30/10rMK, ONPOCHUKHK, CreundUYHbIe Ans onpeseneH-
HOMO COCTOSIHMS.

B 3aBMCMMOCTM OT CTPYKTYpbl MMetoTcs NpoduibHbIe
OMPOCHUKN — HECKOJSIbKO LMPPOBbLIX 3HAYEHWUI, KOTOpble
npeacTaBastoT cobon npodunb, cGopMUPOBaHHbLIA 3HaYe-
HUSAMM HECKOMBbKMX LWKan, U MHAEKCbl — eanHoe undposoe
3HaveHue [9, 10].

Bce onpoCHUKM A0NXKHbI 6bITb CTAHAAPTU3UPOBAHbI, YHK-
BepcasibHbl, MPOCTbl, HAaAEXHbl, YYBCTBUTE/NbHbI K /0ObLIM
M3MEHEHUSAM 06LLEro YPOBHS KU3HM U B TOM YUCiE COCTOS-
HUSA 300POBbSA pecrnoHaeHTos [11].

Yaule Bcero ans oueHku o6umx napameTpoB KK
npu pasnnyHbix 3abofeBaHMsAX MCNONb3YIOT OMPOCHUK
36 Item Short-Form Medical Outcomes Study (SF-36).
MpumeHaoT 2 GopMbl TaKOro onpocHuKa: SF-36 v.1TM
1 SF-36 v.2TM (cTaHaapTHbIN MU KOPOTKKI) ANS onpeaeneHus
K} B TeyeHne nocnefHUX YeTblpex v OAHOM Heaenun cooT-
BETCTBEHHO [12].

CTOWUT OTMETUTb, 4TO 06LiMEe OMPOCHWUKM HEe MO3BONS-
0T aHann3nMpoBaTb OCOBGEHHOCTM TEeYeHUs onpeneneHHON
60M1€3HU 1 CTENEHDb OrPaHUYEHU NpKU ee Hannvuu. [ina ato-
ro HeO6XOAMMO MPUMEHATH cneunanuaMpoBaHHble Onpoc-
HUKMW.

Banupaaumsa onpocHMKOB

Mo OLEHKE Ka4yecTBa XU3HHU

CornacHo yTBepxAeHHbIM pekoMeHaauusam, paspaboT-
Ka anbTepHaTUBHOW BEPCUM OMPOCHMKA Ha LPYroM f3blKe
COCTOMT M3 ABYyX 3Tanos [13, 14].

Ha nepBom aTane NpoBOAMUTCA S13blKOBas M KynbTypHas
ajantauus. M3HavyanbHO MUHMMYM ABa HE3AaBUCUMbIX NPO-
deccroHanbHbIXx NepeBOAYMKA BbINOMHAIOT NPSMON M 06paT-
HbIM NepeBOAbl OPUrMHANbHOM BEPCUMM OMpocHuKa. [anee
NPOBOAMTCS MUIOTHOE TeCcTUpOBaHMe Ha BblIGOPKE Nauwu-
€HTOB — HOCUTENIEN PYCCKOro f3blka C COOTBETCTBYIOWMM
anarHosom [15]. A3bIKoBas 1 KynbTypHas agantayums onpoc-
HMKOB — 3TO MHOIOCTYMeH4YaTbli MPOLLECC CO3AaHNS IKBU-
BaNIEHTHOIO OPWUIMHAaNY MHCTPYMEHTa Ha PYCCKOM f3blKe
C Y4ETOM 3THONMHIBUCTUYECKUX OCOBEHHOCTEN NONYASLUMN.
[aHHbIM Npouecc BbINOMHAETCA He TONIbKO CheLnanucTamu,
HO npeanonaraeT TaKXe ydvacTve nauueHToB. KayecTtBo
nNpoBefeHNss JaHHOro atana onpegenser B JajbHenwem
NCUXOMETPUYECKME CBONCTBA MHCTPYMEHTa [16].

BTtopo# atan — wuccnegoBaHuMe MNCUXOMETPUYECKMUX
nokaszarenen (Banungauns) PyCCKOA3bIHHOW BEPCUM OMpocC-
HWKa. Ha gaHHOM aTane paboTbl B COOTBETCTBUM C ObLLe-
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NPUHATBIMKM NPUHLMNAMK anpobauun WKaa U ONPOCHUKOB
OLleHMBAIOT PETECTOBYIO HAAEKHOCTb, COAEpXKaTesbHYI0
Ba/IMAHOCTb, BHYTPEHHIOK COrNacoBaHHOCTb WM YYBCTBU-
Te/IbHOCTb pa3paboTaHHOro MHCTpPyMeHTa [15].

MNocne npoBeaeHns aTUX ABYX 3TanoB BaAnAWPOBaHHbIN
OMNPOCHUK MOXET OblTb PEKOMEHLOBaH ANS NPUMEHEHUs
B Hay4YHbIX UCCNELOBAHUNAX U KIIMHUYECKOM NPaKTHUKe y 60/b-
HbiX B Poccuun. BaxHbIM pe3ynbtatom Banugaunu pycCKOM
BEPCUM OMNPOCHUKA SABASETCA CMOCOGHOCTb MHCTPYMEHTa
onpejensitb M3MEHeHUs nokasatenen CMMNTOMOB/MpPoO-
61em nNo HeMy B NpoLecce eyeHus.

NMpumeHeHUe oGLUX ONPOCHUKOB

ANA OLLEHKMU KayecTBa XU3HU Yy fieTEN

B neanatpuun BaxKHO MCNOIb30BaTb ONPOCHUKK, pa3pa-
60TaHHble cneunanbHo Ans AeTein n NpOBEpPEHHble B COOT-
BETCTBYIOLWMX BO3PACTHbIX rpynnax. bofabWWHCTBO chneuu-
aJNCTOB CYMUTAIOT, YTO PeBEHOK fyylle BCEero oLeHuMBaeT
CBOE COCTOSIHME, MO3TOMY MpeAnoyvTEHWE OTAaeTCs aHKe-
TaM, KOTOpble OH 3anosiHAeT camMocTosATeNbHO. Pag wkan
[OMyCTUMO MCMonb3oBaTh yxe ¢ 3—5 net — npu ycnosuu
COXPaHHOCTU KOTHUTMBHbLIX CMNOCOBGHOCTEM WM afeKBaTHOM
NCUXMYECKOM pas3BUTMM pebeHKa. OgHaKo Ans aeten, KoTo-
pble He MOryT OTBETUTb Ha BOMPOCHI, B Ka4eCTBe AOBEPEH-
HbIX UL, BbICTYMaT poAUTENN MK ONeKyHbl [11, 17].

B Poccun Hanbonee nonyasipHbIM SBASETCA 0O6LLMMK
onpocHuK PedsQL 4.0 (Pediatric Quality of Life Inventory),
KOTOPbIM LUMPOKO MPUMEHSAETCH B MpaKTWKe Ana onpege-
nenuns KX geteit ¢ pasnnyHbiMM NaTonorusamu B Bo3pacte
oT 2 net [18]. ONPOCHWK MpeacTaBfieH U POAUTENLCKUMMU,
n petcknumu popmamu. PedsQL 4.0 cocTomT M3 23 BOMNpoO-
COB, KOTOpble 06beAMHEHDbI B cneaylolme wKanbl: dusnye-
CKOe, 3MOLMOHanbHoe, coumnanbHoe, poneBoe GYHKLMOHU-
poBaHWe (PYHKLMOHMPOBAHWE B AETCKOM cafy, LUKOJbHOEe
dyHKLMOHMpOBaHue) [19].

Y [aHHOro ONPOCHMKa CYLLEeCTBYIOT CneunanmanpoBaH-
Hble PYCCKOSA3bIYHbIE BEpCHM ans oueHkn KX geten ¢ psgom
natonorui: PedsQL Rheumatology Module — pana pgeten
C peBMatTuyeckumu 3aboneBaHusamu u PedsQL Cardiac
Module — ¢ cepaeyHo-cocyancTbimu npobnemamu [20, 21].

Ona oueHkn nokasatenen KX y geten takxke npume-
HAOT 06K onpocHKMK SF-36 (The Short Form-36) [22].
OH cocTouT M3 36 BOMPOCOB, KOTOPbIE CrpynnupoBaHbl
B 8 wkKan. CyulecTByeT M COKpalleHHas Wwkana — SF-12.
B Poccun onpocHuk SF-36 BanuauMpoBaH M nNpuMeHsieTcs
y AeTen B Bo3pacTe ot 14 net [11].

BJIMSTHUE BOCMNAJIUTE/IbHbIX 3AB0JIEBAHUM

KULWEYHUKA HA KAYECTBO }XU3HHU NALIMEHTOB

CumnTtombl B3K OKa3sbiBalOT CyllECTBEHHOE BUAHUE
Ha ncuxonormvyeckoe 6narononyyne n KX. Takue cumnro-
Mbl, KaKk 6071 B WMBOTE, YCTANOCTb U AnWapes, Henocpes-
CTBEHHO BAMAOT Ha KX u coumanbHoe (yHKLMOHMPOBA-
HWe nauuneHToB ¢ B3K. CornacHo pekomeHgaumnsm STRIDE,
pelwatuee 3Ha4yeHne B OLEeHKe IGPEKTUBHOCTU NleHeHuUs
60/IbHbIX JAHHON KaTeropum MMeeT CyLLeCTBEHHOE yyylle-
Hue mx KX [23]. AHanOrM4yHOro MHeEHUs NpUaepPKUBatoTCS
1 R. Matos u coaBT. — aHann3 K} nayueHToB No3BoNseT
OLIEHUTb HE TONIbKO KJMHMYECKYID KapTuHY 3abofieBaHus,
HO M pe3ynbTaTUBHOCTb MpumeHsiemMon Tepanuu [24]. 310
[aeT BO3MOXHOCTb CBOEBPEMEHHO CKOPPEKTUPOBATL leye-
HWE W YNYYlKTb COoLMaNbHO-NCUXONOrnyeckoe 6aaronony-
yue noaen ¢ B3K.

M3yyeHne KX 6onbHbix ¢ B3K nmeeT 60nblioe 3Have-
HWE U aKTyanbHOCTb AN MEAMLIMHbI, MOCKOJIbKY 3TU GOpPMbI
naTo/IOrMN XapaKTEePU3YIOTCA XPOHWYECKMM BOCManeHneMm
KULWEYHUKa C 4YacTbiIMWM peuuamMBamu, a TaKKe OTHOCAT-

CSl K C/IOHBbIM W TSXENbIM COMaTUYECKUM 3aboneBaHu-
AM C MHOIOYUCNEHHbIMWU OCMOXHEHUAMU. B mMeTaaHanuse
S.R. Knowles 1 coaBT. 6bI/10 MONYyYEHO HaAEeXHOE NOATBEPK-
neHue Toro, 4To KX 'y nauneHToB ¢ B3K xyke, 4emM y 300po-
BbIX J1I0A€N, BHE 3aBUCMMOCTHU OT Bo3pacTa [25]. B apyrom
ncenegoBaHny 66110 YCTAHOBIEHO, YTO Y B3POC/ION rpynnbl
nauneHToB KX 3Ha4yMTenbHO yxyawaeTcs BO BPEMS aKTWB-
Horo TeyeHus BK [26].

BO MHOIMX 0Te4eCTBEHHbIX UCCnefoBaHUsAX aBTOPbI NOA-
YepKMBaIOT MHTEPEC MEAMLMHCKON HayKM K u3dyyeHuto KXK
60nbHbIX ¢ B3K [27]. Bbiio NoKasaHo, 4To cHUKeHne KX
y nauneHToB ¢ B3K cxoxe ¢ TaKoOBbIM Yy NALMEHTOB C CUH-
[IPOMOM pa3sfpaxkeHHoro KuweyHunka (CPK) [28]. Mpu nomo-
WM obwero 1M cneunvanM3npoBaHHbIX OMPOCHUKOB 6blNo
BbISIB/IEHO OTKNOHEHWE B PU3NYECKOM U NMCUXMYECKOM 3[0-
poBbE y TaKMX NauuneHToB [28].

TaKXe CTOMT OTMETWUTb, YTO OAHOM M3 MPUYUH CHUKE-
HuA KX npu B3K Moryt 6biTb BHEKWLIEYHbIE MPOABAEHUS
W conyTcTByloWMe 3ab6oneBaHns, B YaCTHOCTM CO CTOPOHbI
ONOpHO-ABUraTeNnbHOro annapata. Hanpumep, nauueHToB
6ecnoKosT 60K B cycTaBax npu pa3BuTUM apTpuTa/CUHO-
BuTa [29].

HemanoBaHyto ponb UrpatT U3y4eHne IMOLMOHaNbHO-
rO COCTOSIHUSI U BbIIBNEHWE NPU3HAKOB Aenpeccun y 60/b-
HbIx ¢ B3K [30]. B ycnoBu1sX NCUXOOrMYECKOro HanpsKeHus
y TaKMUX NaLMEHTOB BO3HMKAIOT MBMEHEHUS B IMOLMOHAb-
HOM cdepe, NPOoSABASAIOLWMECS NOBbILEHHON TPEBOXHOCTLIO
W CKJIOHHOCTbIO K Agenpeccun. MNpu aToM HeraTUBHbIE IMO-
LIMOHaNbHbIE MEPEXMBAHNS YCUIMBAKOTCS NPU yCyrybneHum
3a6oneBaHusa [31-33]. OgHaKo conyTCTBYOLLME NCUXONOTU-
YyecKue Npobnembl, TakMe Kak TpeBora, Jenpeccus 1 cTpece,
CBSI3aHbl HE TOMIbKO C OCTPbIMKU Nepuojamu 3abosieBaHus,
HO M C XPOHUYECKMMU CUMMNTOMaMM, KOTOPbIE MOTYT NPOSB-
NATbCA faKe NMpU OTCYTCTBUM aKTUBHOIO BOCMANUTENbHOMO
npouecca [34].

MccnegoBaHMa noKasbiBalT, 4YTO Yy MNaLMEHTOB
¢ B3K moryT Bo3HMKaTb pasfinyHble BapuaHTbl USMEHEHUN
HaCTPOEHHWS, CBSAA3aHHbIE KaK C HaAeXKAOW Ha uanedyeHwue,
Tak U C TPEBOron OT MHMMOW 6e3bICXOAHOCTU COCTOSHMS.
PerynspHble nocelweHns Bpada u conyTcTBytoWwmne 3atpaThbl
yCUAUBAIOT MX 6ECMOKONCTBO W CHUXKAIOT CTPECCOYCTONYM-
BOCTb, YTO NMPUBOAMT K MNCUXONOTMYECKUM CTPaAaHNAM BBU-
[y 3MOLMOHaNbHbIX NPO6GEM U HU3KOM caMOoueHKK [35].
Y nauneHToB ¢ B3K oTmevatotcs genpeccus (B 67% cnyva-
€B) OT JIErKOKW A0 TAXEeN0on CTENEHU, NOBbILEHHbLIN YPOBEHb
TpeBOXHOCTU (B 42% cnyyaes) [36, 37].

AHanus uccneposaHusa KX y naumeHtoB ¢ BK nokasan,
YTO OHO HaNPSMy0 3aBUCHUT OT CTafUMU U TedeHUs 6ONEe3HH,
OT HaJM4yusa UKW OTCYTCTBMS MaTONOMMW APYrMX CUCTEM.
CBoeBpemMeHHas KOpPpPeKUMs KAMHUYECKUX CUMMNTOMOB
adbeKTUBHO ynyylaeT KX [38].

Mpun 9K HabnogaeTcs cxoxaa KapTuHa — Yy Takux 60/1b-
HbIX CYLLECTBEHHO cHMKaeTcs KX n HapylwaeTcs Nncuxoamo-
LIMOHaNbHOE COCTOSIHME, OCOBEHHO Y XKeHLWMH. YposeHb KX
CTaTUCTMYECKMN 3HAYMMO pasnnyaeTcs B 3aBUCMMOCTH OT CTe-
neHun TaxecTn 3a6oneBaHus [39]. TpeBOXKHbIE U AENPECCUB-
Hble MPOSIBNEHNS Yy NauneHToB ¢ AK KoppenupyoT ¢ MHAEK-
COM K/IMHWYECKOW aKTMBHOCTM 3aboneBaHus: YeM Bblle
WMHOEKC KIIMHWUYECKOW aKTMBHOCTWU, TEM 6G0Nee BblparKEHHbI
HeraTMBHbIE 3MOLIMOHaNbHbIE NposiBaeHus [34].

Mpu cpaBHeHun KX y naumeHtoB ¢ BK n 9K 6bino
noKasaHo, 4To Gansibl N0 Pa3NUYHbLIM LWKanaM B6blin HUKe
y nauueHtoB ¢ BK, HO 3Tn pasnuyma 6binn NOrpaHnyHo
3Ha4YMMbIMK [26]. AHaNOru4yHble AaHHble OblM MONyYEHbDI
B pa6ote C.M. Mendong¢a u coaBT.: K} y nauneHToB ¢ BK
OblNo HUXE, NpuyeM oba 3aboseBaHust OKasbiBann 6osnee
3HaymMmoe BausiHne Ha KX y xeHumH [40].
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S. Khan u coaBT. B cCBOEM KOMMNIEKCHOM 0630pe NnoKa-
3anu, 4yTo Ha KX naumeHTtoB ¢ B3K BnusaioT pag ¢pakTto-
POB, COMPSIXKEHHbIX C 3a6oneBaHMEM: XpOHMYecKas 60/b
B )KMBOTE W CMMHE, HEO6XOAMMOCTb COBNOAEHUS ANETHI,
orpaHvyeHne GM3n4ecKoro GpyHKLMUOHUPOBAHMUS, MCHUXO-
coumanbHbll AUCKOMPOPT, HU3Kaa CeKcyalibHas aKTWB-
HoCTb [41].

Ba)HO OTMETUTb, 4TO, HECMOTPS Ha AOKa3aHHOE CHUXKEe-
Hue KX y geten ¢ B3K, nx poanTtenu u MeauMLMHCKUI nep-
COHan, OCYWeCTBASAOWNA yX0, CKIOHHbI HEAOOLEeHWBaTb
BbIPaXEHHOCTb 3TOM Npobnemsbl [42].

Tak, B O4HOM M3 Hawwux npeabiaywmnx uccnegoBaHum,
B KOTOopoe Bown 63 pebeHKa ¢ 9K n 75 ¢ BK, Mbl oueHK-
Bann KX ¢ nomoulbto o6uiero onpocHuKa PedsQL 4.0 [43].
Bbino nokasaHo, 4to getu ¢ B3K oueHnBanu ceoe KX Huxke
no BCEM acneKkrtaM B CPaBHEHWUM CO 340POBbLIMU LETbMMU,
4YTO MOXET OblTb CBA3aHO C W3MEHEHUSIMU MEMKIUYHOCT-
HOMO B3auMMOAENCTBUA GOJNbHbLIX AETEN C OKpPYXKaloWUMMU.
Mpun atom nokasatenn KX peten ¢ AK n BK cyliecTBeHHo
He pasfiM4yanucb Mo BCEM acneKTam.

B aucceptaunoHHon pabote A.P. Tarnposon 6b110 Npo-
BeaeHo n3yderHne KX geten ¢ B3K B 3aBMCMMOCTH OT KiK-
HUYECKNX XapaKTEPUCTUK TedeHns 3aboneBaHus [44]. ABTop
BbIIBUMI@, YTO Yy AeTeN ¢ 3TOM naTonornen otMeyaeTcs cTa-
TUCTUYECKM 3HAYMMOe CHUKeHMe nokasaTtenen KX no gaH-
HbIM onpocHuKa PedsQL 4.0 no cpaBHEHWIO CO 340POBbIMHU
LEeTbMMW, KOTOPOE KOPPENMPOBano C OCHOBHbLIMU KIMHUYeE-
CKMMM XapaKTePUCTUKaAMK TeYeHns 60N1Ee3HN — AINTENbHO-
CTbto 3a60/1eBaHNS U HANIMYMEM BHEKMLIEYHbIX MPOSBNEHNUN.
Mpn 3TOM CHUXKEHWE aKTMBHOCTM MaTONOMMYEeCKOro npo-
uecca y geTen ConpoBOXKAaNOCb 3Ha4YMMbIM MOBbILLEHUEM
nokasartenen KX.

Takue ncmxonornyeckune GakTopbl, Kak AUCTpeCC U KaTa-
cTpodm3aLms, OKasblBaloT 3Ha4YMTENbHOE BAMSHME Ha KXK
neten ¢ B3K [45]. B nonepe4yHOM KOropTHOM MccliefoBaHnm
L. Vekara v coaBT. npuHanu ydacTtne 60 neten ¢ B3K B BO3-
pacTe OT 6 4o 17 feT, y KOTOPbIX NPOBOAMAN OLLEHKY MCUXO-
nornyeckoro 6narononyymns [46]. ABTOpPbI BbIIBMK, YTO AETH
¢ B3K pgoctoBepHO 4Yalwle MUCMbITbIBAOT CTpecc U BeayT
ManionoABUKHbIN 06Pas }U3HU B CPaBHEHUK CO 340POBbLIMU
feTbMU. BaXKHO OTMETUTb, 4YTO B [aHHOW BblI6GOpKe Gonee
ANUTENbHOE BPEMS C MOMEHTa YCTaHOB/EHWMS AMarHosa
KOpPPEenMpoBano C Ny4WMnM MCUMXONOrMYeCcKnUm Gnaronony-
4yueM, 4YTO CBMAETENLCTBYET O XOpOLWen agantauuu geTtemn
K n3Hu ¢ BK n K.

B3K BAMAIOT Ha COCTOSIHWE HE TOMbKO camux AeTew,
HO W UX POAUTENEWN, Y KOTOPbIX OTMEYAETCS BbICOKMI YPOBEHb
auctpecca. Mo gaHHbim M. Bramuzzo v coaBT., AMCTpecC
y poauTenen UMeeT BbipaxeHHyto Koppensuumio ¢ KX aeten,
OH HanpsIMylo CBSI3aH C aKTUBHOCTbIO 3a601eBaHNs 1 HeLaB-
HUMK 060CTPEHUsIMU. MaTepu Yalle cTpagatoT OT NCUXON0ru-
YEeCKMX UBMEHEHWI B CpaBHEHWK C oTuamu [47].

B oTHOWeHWW BAUSHMA MeaMKaMEeHTO3HOM Tepanuu
Ha K} naumeHTOB ¢ B3K, cornacHo pesynbtaTtam MeTa-
aHanuza C. Calvino-Sudarez v coaBT., Npu nNpueme npena-
paTtoB 5-aMUHOCaNULMIOBOM KMCNOTbI, IMIOKOKOPTUKOUAO0B
M UMMYHOMOZYNATOPOB AaHHbIE NPOTUBOPEYMBLI U HEOAHO-
3HayHbl. HanpotuB, 6uonorMyeckas Tepanus MNPOAEMOH-
cTpupoBana 6onee 3Ha4yMmoe ynydweHne KX y naumeHToB
c BK 1 AK [48].

Tak)Xe CTOMT OTMEeTUTb, 4YTO Yy AeTer noKasaTenu
K} 3aBuCAT He TONbKO OT MeAMKAMEHTO3HOM Tepanuu.
L.E. Scheffers n coaBT. u3yunnu BansHne n3MeHeHus obpa-
3a XMU3HU AeTen, a UMEHHO BBeAEHWe perynsapHon dusnye-
CKOW aKTMBHOCTM M NepcoHanbHOM aneTbl, Ha nx KX [49].
Yepes 12 Hepn cobnt0AeHNsT peKOMeHAaLUNUN y AeTen 3Ha4Yu-
TenbHO ynyywunocb KX, cHu3unaco obuas yToMnsemocTb,

a TaKXe CHM3UANCb MHAEKC aKTMBHOCTM BK M ypoBeHb
$peKanbHoro KasibNPOoTEKTUHA.

NMpumeHeHne pa3/IUYHbIX ONMPOCHUKOB NpPU

NopaKeHUAX KeNyA04YHO-KULIEeYHOro TpaKTa

Mpun oueHKe KX y nauneHToB ¢ pa3fnMyHON natonoruen
KT npumeHstoTca Kak obuine, Tak M crneunann3vpoBaH-
Hble OMPOCHWKK. lpKu BbIGOPE WHCTPYMEHTA AN OLEHKM
K} BaKHO y4nTbiBaTb ABa NCUXOMETPUYECKUX NapameTpa:
HaJEeXHOCTb — 3TO CTENEHb BEPOATHOCTHU TOrO, YTO OMpPOC-
HWK 6yZeT BbIMONHATb CBOK 3ajady AO/IKHbIM 06pa3om;
BaNMAHOCTb — 3TO TOYHOCTb MEeToAa B U3MeEPEHUH Tpebye-
MbIX napameTpoB [50].

06 Ke oNnpOCHUKHU

Y B3pocabix npu oueHke KX npu pasnnyHbix nopaxe-
Huax XKKT, B yacTHocTM B3K, Hanbonee 4acto npumeHsatoT
Takue obline ONpPoCHMKK, Kak SF-36 n EQ-5D (EuroQoL-5
dimension). EQ-5D — cTaHAapTU3MpPOBaHHbIA MHCTPYMEHT
4Nna oueHKn KX, KOTopbIM NPOCT U yHUBEPCANEeH B Npu-
MEHEHUU ANS LWMPOKOr0 MCMONb30BaHMUS B KAMHUYECKUX
nccnefoBaHUaX, 3KOHOMMYECKMUX OLLEHKax 34paBooxpa-
HEHUS U CUCTEMAX MOHWUTOPMHIA 340POBbS HaceneHwus.
B TO Xe Bpems OH NMO3BOAIAET NOMYYUTb CTAHAAPTUIUPO-
BaHHble W COMOCTaBMMble AaHHble O COCTOSIHUW 340pPO-
BbSl HaceneHus u aPpOEeKTUBHOCTU MeAULMHCKUX BMeLWa-
TenbcTB [51].

Cpeau npoymx nHcTpymeHToB BbligenstoT: WHOQOL-BREF
(World Health Organization Quality of Life), SF-12, SWLS
(Satisfaction with Life Scale), onpocHuk EORTC C-30, wKa-
Ny KadvectBa 6narononyyus (Quality of Well Being Scale)
M MHOEKC none3HocTu 3a0poBba (Health Utilities Index) [48].

Y [peten C racTpo3HTEPOJIOrMYECKOM NaTolorMen
4ns oueHkn KX Hanbonee 4acTo UCMONb3YIOTCA ceayiolme
0o6LLME ONPOCHUKH:

e PedsQL 4.0 y geter ¢ ractpoasodareanbHon pedtoKe-
HoW 6onesHbto (FAPB) [51], B3K [42, 43, 52-54];

e CHQ y peten ¢ abgoMunHanbHbiMKM 6onamu [55], TOPbB
[56], XpOHUYECKON racTpoayoaeHanbHOW naTonoruemn
[571, B3K [48];

e SF-36 y geten ¢ XpPOHMYECKOM racTpoayofeHanbHOm
natonoruen, B Tom uncne ¢ B3K [38, 57].

CneuvanusnpoBaHHbl€ ONMPOCHUKHU

CneunanuavpoBaHHble  OMPOCHWKM  padpaboTa-
Hbl Ana oueHkn KX ¢ onpegeneHHbiMM 3aboneBaHUAMM.
OHM NO3BONSIOT OTCNIEXMBATD MUHUMASbHbIE KIMHUYECKHUE
M3MEHEHUS COCTOSIHWA 340POBbS 3TUX FPYNN NauMeHTOB.
B racTpoaHTEpONOrnyecKom NpaKkTUKe NCNoAb3YIOT P cne-
LMann3nMpoBaHHbIX OMPOCHUKOB.

Y B3pocnbix nauyueHToB ¢ B3K ang oueHkn KX vaule
BCEro WCMNonb3ylT MeXAyHapoaHbli onpocHuk IBDQ
(Inflammatory Bowel Disease Questionnaire) [58, 59].
CyLLecTBYIOT HECKONbKO BepCcui [aHHOro OMNpOCHMKa
B 3aBUCMMOCTHU OT ero o6bema: IBDQ-36, IBDQ-32 (camblii
pacnpocTpaHeHHbin), IBDQ-30, IBDQ-10, IBDQ-9. OH 6bin
paspaboTaH B nepuoa 1988-1993 rr. rpynnon KaHaacKux
racTpoaHTeponoroB. ONPOCHUK nepeBeAeH W aganTupo-
BaH B 18 cTpaHax mupa, B ToM ynucne B Poccuum [60, 61].
OH coCTOUT 13 32 BOMPOCOB M BKJIOYAET YeTbipe pasaena:
KuweyHble (10 BONpocoB), cucTeMHble (5 BONPOCOB), COLM-
anbHble (5 BONPOCOB) U 3MOLMOHAIbHO-NCUXMYECKME NPO-
ABNeHns 3aboneBaHus (12 Bonpocos). bannbl 3a OTBETHI
Ha KaxXabl BOMNpoc BapbupyloT OoT 1 Ao 7. MUHUManbHoe
obLliee KonnyectBo 6annoB coctaBaseT 32, a MaKcumarsb-
Hoe — 224. Hauny4ywwui pesynbtaT cCOOTBETCTBYET Hanbo-
flee BbICOKMM noka3zaTenam KX [61].



CLIQ (Crohn’s Life Impact Questionnaire) — onpocHuK,
npumeHsembln npu oueHke KX nauumeHtoB ¢ BK [49].
OH COCTOUT U3 27 ANXOTOMMUYECKUX NMYHKTOB, POKycHupyeTcs
Ha TOM, KaK cuMnTombl BK BAKAIOT Ha yAOBNETBOPEHUE exXe-
[OHEBHbIX NOTPEOHOCTEN. MHCTPYMEHT NPOAEMOHCTPUPOBan
XOpolune BanMAHOCTb U BOCMPOM3BOAMMOCTb [62]. Takxe
Obl1 pa3dpaboTaH ONPOCHMK Ans oueHKkM KX y naumeHToB
¢ BK v Hannunem nepuaHanbHoro cauua — CAF-Qol, KoTo-
pbI COCTOUT U3 28 NYHKTOB. OH TaKXXe NPOAEMOHCTPMUPOBan
XOPOLUME HAaAEKHOCTb, CTaBUAbHOCTb U BaAMAHOCTb [63].

SHS (Short health scale) — npocTtas Bu3yanbHO-aHa-
loroBas WKana-onpocHUK, npegHasHadyeHHas Ans OLEHKM
BansaHng B3K Ha KXK. CocTouT M3 YeTbipex yacten: 6pems
CMMMNTOMOB, MOBCEAHEBHAsA AeATENbHOCTb, 6ECMOKONCTBO,
cBs3aHHOEe C 60/1Ie3HbI0, U YYBCTBO 06LWero 6aarononyymns.
Bbinn noKkasaHbl BbiICOKast HAAEXHOCTb M BaNMAHOCTb AaH-
HOro MeToaa y NaLMeHTOB pasHbiX CTpaH [64, 65].

Cpean npoynx cneunannms3npoBaHHbiX OMNPOCHUKOB
y nauneHToB ¢ B3K BbiaensioT [48]:

e onpocHuK no bK n 9K (CUCQ);

° HOpPBEXCKMIM onpocHUK no B3K (IBDQ-N);

e KnuBneHnackun rmob6anbHbiin onpocHmnk KX (CGQL);
e 3anHOByprckui onpocHuk no B3K (EIBDQ);

° WHAEKC HeTpyaocnoco6HocTh npu B3K (IBD-DI).

Y peten ¢ B3K ansa oueHkn KX Hanbonee 4acTto ncnosnb-
3ytoT onpocHuK IMPACT (IMPACT, IMPACT Il n IMPACT III),
KOTOPbIN COAEPKMUT YETLIPE WKabI: CUMATOMbI, GU3UYECKOE,
3IMOLMOHaNbHOE M couManbHOe B3aumopencTeue. B page
nccnegoBaHuit 6binM MOKa3aHbl €ro BblICOKME BanUAHOCTb
W HaJeXHoCcTb [66, 67]. ONpPOCHWK MNPOAEMOHCTPMPOBAN
XOPOLUYI0 BannaaLmio B pasfiMyHbIx cTpaHax: XopsaTtuwm [68],
LBenuapun [69], UTanuu [4], Manansuu [70], PpaHumm [71].

B pa6otax nocnefHux net 6bli10 NoKadaHo, YTo CPpeHUM
6ann no wkane IMPACT lll 6611 1OCTOBEPHO HUXKE Yy AeTen
¢ 6onee TAKenblM TedeHnem B3K 1 akTMBHOCTBIO npouecca,
a 6osiee BbICOKWIM Gann oTMevancsa y geten ¢ 6onee anu-
TeNbHOW MPOAO/IKUTENBHOCTLIO 3a60/1€BaHUSA, YTO FOBOPUT
06 nx agantauuun K B3K [70, 71]. B Poccuiickon denepaumm
pa6ota no Banuaaumm IMPACT He npoBoannack.

FR-QoL-29 — 310 onpocHMK ans oueHkn KX, cBa-
3aHHOro C MUWEBbLIM MOBEAEHMEM, KOTOPbLIA 6bln pa3pa-
60TaH Ha OCHOBe MOAPOOGHbLIX MHTEPBbLIO C B3POCAbIMU
nauveHtamun ¢ B3K [72], a Takke 6bi1 NpoBepeH Ha 60/b-
LLOM BbIGOPKE MaLMEHTOB C AaHHbIM 3aboneBaHunem [73].
McecnepoBaHns ¢ NpMMEHEHMEM 3TOr0 ONMPOCHMKa MOoKasa-
nn, 4to KXK'y nauneHToB ¢ B3K 06bIYHO CHUMKEHO, HYTO CBS-
3aHO0 C 4acTbIMM peuunanBamMu, LUCTPECCOM, BbICOKOM aKTUB-
HOCTblO 3a60/1EBAHUSA U HUBKUM NOTPeBAEHMEM HEKOTOPbIX
nuTatenbHblX BewecTB [74]. OnpocHuMK FR-QoL-29 coctout
13 29 BonpocoB ¢ 5-6annbHoW WKanon JlavkepTa, roe 1
O3HavyaeT «onpefeneHHo cornaceH», a 5 — «onpegeneHHo
He cornaceH». MaKkcumanbHbIA 06LWKMIA 6ann, paBHbIn 129,
yKa3biBaeT Ha otTinyHoe KX, B To Bpems Kak 45 6annos
COOTBETCTBYIOT camOMy HM3KOoMy ypoBHIO KX. FR-QolL-29
oxBaTblBaeT 06wWme acnekTbl KX, a TakkKe KOrHWTUBHbIE
N 3MOLMOHAaNbHbIE acMeKTbl, CBA3aHHbIE C BAUSHUEM NUTa-
HUS Ha cumnToMbl B3K.

S.C. Brown # coaBT. B cBoen paboTe NpUMEHSNN AaH-
HbI OMPOCHUK Ansa oueHKn KX geten ¢ BK, cpeaHuin 6ann
KoTopbix cocTaBun 94,3 + 27,6 [75]. OTMe4Yanocb CHUXeHUe
nokasartenen KX y geten ¢ akTMBHbIM npoueccom, 6ansbl
ONPOCHUKa KoppennmpoBanu ¢ Maccon Tena, pocToM, MHAEK-
COM Macchl Tefla 1 BO3pacToMm JeTen.

Takon MHCTPYMEHT, KaK SHS, TaKk)Xe paHee NpUMeEHSIN
ons oueHkn KX peteirt ¢ BK3. Ero HagexXHoCTb 6bi1a noj-
TBEpPKAEHa B uccnenoBaHuun S. Abdovic 1 coaBT. [76]: netu,
KOTOpble NepeLusiv OT PEMUCCUN K aKTUBHOMY 3a60/1EBaHUIO

nnu, Hao6opoT, NPOAEMOHCTPUPOBANM 3HAYUTENBHOE U3Me-
HEHWe TaKMX NoKasaTtenem WKanbl, Kak CUMNTOMbI, GYHKLIK-
OHMpOBaHWe n 6eCrnoKONCTBO.

Mopenb uamepenus PedsQL npegnaraeT mMoaynbHbIn
noaxoa, o6beAuMHAS Kak obwui onpocHuK PedsQL 4.0,
TaKk U Moaynu cneunduyecknx cMMnToMoB. ns nauueH-
TOB ¢ GYHKLMOHaNbHLIMKM U OpraHMyecknumu 3aboneBa-
HuamMn XKKT npeanoxeHa wWKana OLeHKW raCTPOUHTECTHU-
HaNlbHbIX CMMMTOMOB M moayns cumntomoB PedsQL GlI
(PedsQL Gastrointestinal Symptoms Scale and Symptoms
Module).

NMpumeHeHue onpocHuka PedsQL Gl gnsa oueHku
KayecTBa }XU3HU fieTel C pa3/IM4HOWN naTosioruen
KeNnyAo4YHO-KULIEYHOro TpaKTa

OnpocHuK PedsQL Gl 6bin pa3paboTaH Ha amepuKaH-
CKOM BapuaHTe aHIMWUIACKOro f3blka M SBMSETCA Hadex-
HbIM, JOCTOBEPHbLIM M NPUIrOAHBIM AN8 oueHKkn KX y geten
B Bo3pacTe 2—-18 neT ¢ pa3nuyHbiMu pacctporctBamu XKKT
[77-79].

LUikana namepseTr BAWSSHUE CMMMOTOMOB CO CTOPOHbI
BEPXHEro U HWxHero otaenoB XXKT B gecatu obnactsax.
Moaynb «KenyLo4yHO-KULWeYHble CUMNTOMbl» Ao6aBns-
eT ewe 4eTblpe ob6nactn KX, BKoYas 6eCrnoKoMCTBO
0 3aboneBaHWM, MPUBEPIKEHHOCTb MEAUKAMEHTO3HOMY
nlevyeHunto M obLweHne Ha TeMbI, CBSI3aHHble CO CBOMM 3a60-
neBaHWeM, 4YTO JaeT B obOlen cnoxHoctn 14 obnacrten.
MaKcuManbHO MOXHO HabpaTtb 100 6anno., 4TO rOBOPUT
0 xopouwem KXK.

OnpocHuK PedsQL GI B 2021 r. 6b11 ycnewHo Banuau-
poBaH B LWBeuunun, B uccnegoaHun M. Brautigam v coasT.
yCTaHOB/IEHME NIMHIBUCTUYECKON M cofepxKaTe/lbHOW Banns-
HOCTW MPOBOAMNIOCH B COOTBETCTBUM C MEXKLYHAPOAHbIMU
CcTaHAapTamu no uamepenHuam pesynbtatoB [80]. OueHKy
BaMOHOCTU NPOBOANIN Ha BbIGOPKe M3 15 aeTen B Bo3pac-
Te oT 5 o 18 net ¢ cumnToMamu natonorum XKKT, a Takxke
y 20 poauTenen aeten B Bo3pacTte oT 2 Ao 18 neTt ¢ cumnTo-
Mamu nopaxkeHus HKKT. ABTopbl pa3paboTann KOHLEeNTY-
anbHYI0 3KBMBANEHTHYIO LUBEACKOA3bIYHYIO BEPCUIO ONPOC-
HMKa PedsQL Gl, koTopas no3Bonuna ynyylmnTb obeHKy KX
y aeten ¢ pacctponcteamu KT B LLBeuuu.

Tak)e ¢ nomoulbto onpocHuka PedsQL Gl 6bin10o
YCTaHOBJIEHO, YTO B LENOM Yy Aeten ¢ byHKUMOHaNbHbI-
MW TFaCTPOMHTECTUHANbHbIMU HapyWeHUs MU OoTMevaeTcs
6onee HU3KKIM ypoBeHb K} B cpaBHEHMU C AeTbMU C opra-
HMYyeckumu noparkeHuamu KT [81]. OaHako y geTen
C aTpes3uen ABeHaLaTUNEPCTHOM KULWKK napameTpbl KXK
Obl/IN CXOXM C TAKOBbIMW Yy 340POBbIX NtOLEN U3 KOHTPOSIb-
HOWM rpynnbl [82].

B cBoen pabote P.L. Lu 1 coaBT. noKkazanu ynyyleHune
KX no paHHbIM onpocHuKa PedsQL Gl y netent (n = 24, meau-
aHa Bo3pacTta — 15 neT) ¢ GyHKLUMOHaNbHOW AMcnerncuen
Ha GOoHe MpPOBeAeHMs INEKTPOCTUMYNALMK Kenyaka [83].
B ABYX ApYyrux ccneaoBaHmax Npy NnomMoL M 4aHHOro onpoc-
HUKa oueHnnn KX y geten ¢ GyHKUMOHANbHBIMU U OpraHu-
YeCKMMK HapyweHuamu gederkaumm Ha GOHe pPasnuyHbIX
METOA0B fieyeHus: dusnotepanuum [84] U npUMeHeHUsa aHTe-
rpagHbix Knnam [85].

B racTpoOaHTEpPONOrMYECKON MpaKTUKE BaXHbIM
Bonpocom sBnsietcs usyyeHne KX y pgeten ¢ Hapywe-
HUaMKU OyHKuMKM XKKT npu mykoBucumaose. ONpPoOCHUK
PedsQL Gl noka3an npu 3TOM BbICOKYD BalMAHOCTb
[86]. Bbino BbIABNEHO, YTO ypoBeHb GEeKaNbHOro Kalb-
NPOTEKTUHA Yy AeTeN C MYKOBUCLIMAO30M MMeN 06paTHYIO
Koppensauuto ¢ o6uum 6annom no onpocHuKy PedsQL Gl,
npu 3TOM NOBbIWEHWE YPOBHSA KanbNpPOTEKTUHA CONPOBO-
*KAanocb CHUKeHWeM GYHKLUKU NEerKnx B JaHHOM BblGOpKe
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neten [87]. B 2020 r. M. Boon u coaBT. pa3paboTtanu
cneuuManbHoe MoOGMAbHOE NpuUAoXKeHWe ana oueHkn KXK
y AeTeln C MYKOBMCLMOO30M, CBA3AHHOE C COCTOSHM-
em KT, namepsemoe ¢ nomouibto CF-PedsQL Gl [86].
ABTOPbI NPUIOKEHUS NPOAEMOHCTPUPOBANHK, 4YTO paspa-
60TaHHbIM MHCTPYMEHT nMomoraeT noBbicuTb KX 3a cyeTt
yAyylWeHMs CaMOKOHTPONS 3a60neBaHus.

Y peten C XUPYPru4ecKOm racTpO3HTEPOSIOTMYECKON
natonornen usyyeHuve KX TakKe umeeT BaxKHOe 3Hauye-
Hue. Mpu nomouwm onpocHuKa PedsQL GI N. Chandrasekar
W COaBT. MPOBOAN/IU CPABHEHWE KENYA0YHO-KULLIEYHBIX CUM-
NTOMOB MexAay rpynnamu aeten (n = 41, 2-18 neT) ¢ racTpo-
CTOMOMW Y BblIBUAK 60ee BbICOKME NOKa3aTenun no gaHHOMy
ONPOCHMKKY B rpynne ¢ UCnosib30BaHMEM CMELIAHHOIO 30H-
[LOBOr0 NUTaHUSA MO CPaBHEHUIO C KOMMEPYECKUMM CMECS -
MU, YTO yKa3blBaso Ha 3HAYUTENbHO MEHbLUEE KONMYeCTBO
CUMMTOMOB CO CTOPOHbI KKT [88].

C. Mussies 1 COoaBT. UCMOAb30BaNN AaHHbIA ONPOCHUK
419 OLEHKM Kenyao4YHO-KULWEYHbIX CUMMNTOMOB Yy [AeTew
(n =15, 3,0-8,5 neT) ¢ atpesunen nuwesoaa [89]. CpeaHue
6annbl PedsQL Gl y geTew ¢ gaHHOM naTosornen 6uimM cono-
CTaBMMbl C TaKOBbIMW B 340POBOW rpynne, a aHomasnbHas
dYHKLMNS Kenyaka He KoppenvpoBana B 3HaYUTENbHOM
CTENeHn ¢ 3aperncTpupoBaHHbIMK XKeNyaoYHO-KULWEYHbIMU
CUMMNTOMaMM, CBA3aHHbIMK C KXK.

B 2023 r. M.0. Saiad # coaBT. NPUMEHANN OMNPOCHMK
PedsQL Gl ansa oueHkn KX y neten ¢ axanasven nuuwesoaa,
o6Wwmnn 6ann No ONPOCHUKY Yy KOTOPbIX cocTaBun 72 + 17
¢ 60/iee BbICOKMMMU YCTAHOBNEHHbIMM Gannamu B ob6na-
CTU GU3MYECKOro U 3IMOLMOHANBbHOIO0 GYHKLMOHUPOBAHUS,
HO 60/ee HU3KMMK BGannamu B COLMaNbHOW M LIKOJbHOW
o6cTaHoBKe [90].

B uccnepgoBanun F.A.LM. van den Bunder u coaBT.
NPOBOAMAN OLEHKY [LOATOCPOYHbIX KENYA0YHO-KULLEYHbIX
nocneacTsmi nunopommotomumn [91]. CpeaHui oblwmin 6ann
onpocHuKa PedsQL Gl y geten, nepeHecluMx NUI0POMMUOTO-
muio, coctaBun 88,6 £ 11,0, 4T0 661710 CONOCTABMMO C NOKa-
3aTensaMu 30P0OBOM KOHTPOJSIbHOM rpynnbl (88,6 = 12,9);
pas3nnynin B 6annax Mexxay noarpynnamu aeten, KOTopbim
BbINOMHANM OTKPbITYIO MM NanapOCKONUYECKYIO onepaLmio,
He 6blNo.

Y10 )Ke KacaeTcs npumMeHeHus onpocHuKka PedsQL Gl
ana oueHkn KX peten ¢ B3K, 10 Takne aaHHble B MUPO-
BOW nuTepaTtype dpaKTU4yeckn oTcyTcTBYIOT. Jlwb J.W. Varni
1 COaBT. 6bl/10 NOKa3aHo, 4TO OHO AOCTOBEPHO HUXKE Y AeTen
C AaHHOW NaToJiorMen B CpaBHEHWU CO 340POBOWM TPynmnow
[92]. Tak)ke aBTOpamMu 6blI0O NOKa3aHo, 4YTo AeTu ¢ BK
unn A9K He AEeMOHCTpMpOBanu CyWeCTBEHHbIX pasinyun
B NoKa3zaTensx Xenyao4HO-KULWEYHbIX CUMNTOMOB MK 6ec-
MOKOMCTBA NO CPaBHEHMIO APYr C APYrOM.

HecmoTpsi Ha noTeHuManbHO LWUPOKOE MpPUMEHE-
HMe moayna PedsQL Gl y neanaTpuyecKkux nauMeHTOoB,
[0 HacToALWEro BpeMeHM OH He 6blfl LOCTYNEH Ha PYCCKOM
A3blKe. TakMuM o6pas3om, cyuiecTBoBana NoTpebHOCTb ero
nepeBoja U OLEHKM Ha NpeaMeT JOCTOBEPHOCTU U HaJeX-
HOCTW B COOTBETCTBMWU C PEKOMEHLYEMbIMU CTaHAApPTaMu
[93]. B cBA3K ¢ aTMM HaMu Gblna ocyllecTBieHa npoLeaypa
NIMHIFBUCTUYECKON paTUdMKauUK (93bIKOBas WM KynbTyp-
Haa aganTtauus) onucbiBaeMoro moayns PedsQL Gl [94].
MnaHupyeTca Banuaauns nosly4eHHON 3bIKOBOM BEPCUM,
BK/OYaloWasa OLEHKY HaAeXHOCTW, BaJMAHOCTU W 4yB-
CTBUTENbHOCTH.

3AK/TIOMEHUE

OueHka KX y geteint ¢ B3K aBnaeTca 0gHMM M3 Ktoye-
BbIX aCMEeKTOB KOMMIEKCHOrO NoAxofa K ux nevyeHuto. B3K
OKas3blBaOT 3HAYUTENbHOE B/IMSIHWE HE TOJIbKO Ha duanye-

CKOe 3/[10p0Bbe, HO U Ha NCUXO3MOLIMOHAIbHOE COCTOSIHME,
counanbHylo aganTtaunio u obliee Gnarononyyne aeten.
MprmMeHeHne MHCTPYMEHTOB uccnenoBaHmsa KX nomoraer
BpayaM M poauTeNsiM COBMECTHO NPUHUMaTb MHOOPMUPO-
BaHHble peLIeHUsl, HanpaB/eHHble Ha yny4dlleHWe COCTO-
AHMA geten n mx KXK. Moatomy mHTerpaumns oueHkn KX
B K/IMHWYECKYIO MPaKTUKYy U B WUCcCNeaoBaHWs B 06nacTu
[IETCKON racTPO3HTEPONOrNMM MMeeT 60Nblioe 3HavyeHue
0N OOCTUXEHWUSA ONTMMaNbHbIX Pe3ynbTaToB Je4YeHus
M noaaepxKaHus 310poBbsl AeTen. [oHMMaHue GaKTopos.,
BAUSIOLIMX HAQ KA4YeCTBO }U3HU, MOXKET NOMOYb B BbiiB/1E-
HUM cneundUYecKMUX NOTPeOHOCTEN NALLMEHTOB U UX CEMEN.
3T0 3HaHWE MOXKET cnoco6CcTBOBATb CO3/aHUI0 NPOrpaMm
noaaepKM M peabunutauuu, HanpaBfieHHbIX Ha ob6ner-
yeHne OGU3NYECKUX CMMMNTOMOB, a TaK)Ke Ha ynydyleHue
NMCUXONIOTMYECKOro COCTOsIHUA aeTen. COBMeCTHOe B3au-
MOJIENCTBME Bpayven, MCUXOSOroB M coluanbHbix paboT-
HWKOB, a TaK)Xe aKTMBHOE y4yacTue poauTeNnem u camux
[leTel B NpoLecce neYyeHns MoryT 3Ha4yuTebHO MOBbLICUTb
pe3ynbTaTtbl TEpanuu.
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MpexaeBpemMeHHas He0CTaTOYHOCTb
AUYHUKOB Y NaLUeHTOK
C ayTOMMMYHHbIMU 3a60/1eBaHUAMMU
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lpexaeBpemMeHHasi He4oCTaTo4YHOCTb sM4YHUKOB ([MHS), paHee n3BeCTHas KaK MpexKaeBpeMeHHas MeHornay3a, XapaKkre-
pPUIYETCS yTpaTon QyHKLMIA SMYHUKOB Yy XKeHLMH 40 40 net. KnnHndeckmne nposiBl€HUs 3TOr0 COCTOSIHUSI BO3HUKAIOT 13-3a
AepuLmnta 3CTPOreHoB U MOryT BKJIKOYaTb B C€6S1 TaKME CUMITTOMbI, KaK aMeHOpPEs], OJIMFOMEHOPES, Ba30OMOTOPHas HecTa-
6UJIbHOCTb (MPHUJIMBLI, HOYHas MOT/IMBOCTb), HapyLEHNS CHa, By/bBOBarnHasbHas atpopus, MU3MEHEHNE 4aCcTOTbl MOYEU-
CryCKaHum, AncrnapeyHusl, CHUXeHne ambuao u obujas craboctb. B gaHHou ctatbe 6yayT PacCMOTPEHbI ayTOMMMYHHOE
npoucxoxxgerHue HS v ee cBs3b ¢ ApyruMn ayTOMMMYHHbIMKU 3a6oneBaHusamu. Tlo ctatuctuke, ot 4 go 30% cayvaes HA
06YCJ10B/1I€HbI @Y TOMMMYHHbIMM nipoleccamu. [TH5 4acTo conpoBoxKaaeTcs APYrMMm ayTOUMMYHHbIMWU COCTOSIHUAMU, TaKUMHN
KaK 60/1e3Hb AgAMCOHa, rMnoTnpeos, 601e3Hb perBca, TMPEOMANT XaluMMOTO U CaxapHbIN AMabeT, XOTS MOXET MpoTeKaTh
M n3oaunpoBaHHo. laTtoreHes [NHA cBsA3aH ¢ rnno3acTporeHmer n noTepen 0CTaTtoqyHbIX GOIIMKY/I0B, YTO BEAET K HapyLLUEHUIO
MEHCTPYa/IbHOro LMKAa, 6ECrIOANI0 U CHUMKEHUIO KadyecTBa XU3HU. Bo nsbexaHue otgasieHHbIX NocaeACcTBmi gepuumnta
ACTPOreHoB PEKOMEHAYETCS 3aMECTUTEIbHAsl FOPMOHasIbHas Tepanus. M3yyeHune npninHHbIX paktopos [HS, cBa3u gaHHOro
COCTOSIHUS C APYrMMM @y TOUMMYHHbIMM 3a60/1€BaHNSIMU M aHaJIM3 CyLECTBYIOLLMX METOAOB paHHEN AnarHoCcTukmn obecrneyat
6os1ee 3pPEKTUBHOE BEAEHNE TaKMX NaLMEHTOK U MNOBbICST LAHChI Ha y/Iy4LIEeHNE uX GepTnIbHON QYHKLMM.

KnioueBblie cnoBa: rpexxgeBpemMeHHasi HeOCTaTOYHOCTb AMYHUKOB, ayTOMMMYHHbIE 3a60/1eBaH1s, aMeHopes, AePULnT
3CTPOreHoOB, rnpexxaeBpeMeHHas MeHonaysa, 60/1e3Hb AgANCOHa, MMNoTUPEOD3, 3aMeCTUTE /IbHasl FOPMOHa ibHas Tepanus,
KAeTo4YHas Tepanus

Ana umtuposaHmsa: KapayeHuoBa W.B., Cubupckas E.B., KpanHoBa VY.A., MocnaH B.[., YepHbiwea M.HO.
MpexaeBpeMeHHas He0CTaTOYHOCTb SIMYHUKOB Y NaLMEHTOK C ayTOMMMYHHbIMUW 3a6oneBaHuaMU. [Tleguatpudeckas pap-

makosorus. 2025;22(3):333-340. doi: https://doi.org/10.15690/pf.v22i3.2916

BBE[JAEHME

MeHonay3a npeactaBaseT cobov nNpeKpaweHme MeH-
CTpyaLun, KoTopoe 06bI4HO HacTynaeT B BO3pacTe OKOJO
50 net. [laHHbIM AMarHo3 ycTaHaBAMBaeTcsa nocne 12 mec
OTCYTCTBMS MEHCTpyaLnn. Ha Bo3pacT HacTynjaeHUs MeHo-
naysbl B/MSIOT reHeTu4eckaa npeapacrnosoxeHHOCTb,
a TaKkXe GaKTopbl OKpyKalollen cpelbl U 06pa3a XU3HK,
BK/llOYas KypeHue, NutaHuMe 1 obliee COCTOfHWE 340PO-
Bbsi. MeHonay3a B Bo3pacTe Ao 40 net cuutaeTcs npexae-
BPEMEHHOM U MOXET ObITb Bbi3BaHa AedEKTOM B Jl0OOM
yacTu runotanamo-runodmn3apHo-aMYHMKOBOM CUCTEMBI
C nocnegywmmMm rmnoacTporeHnamMom. Ecnn nopaxkeHwe
NPOMCXOANT Ha YPOBHE AMYHMKOB, TO 3TO Ha3blBaeTCs npe-
OAEBPEMEHHON HeAOCTaTOYHOCTbIO SMYHKUKOB (MHA). MHA
XapaKTepusyetcsd U3MEHEHUAMWU FOPMOHaNbHOro ¢GoHa:
CHU)XXeHWeM 3cTpaguona, 4To crnoco6CTBYyeT MNOBbiWe-
HUIO YPOBHSA GoNnnKynocTumynupyowero ropmorHa (PCr)
BCNEeACTBME OTCYTCTBUSA OTpULL@TENIbHOM 06PaTHOM CBSA3M.
PacnpocTtpaHeHHocTb NMHA B 06Wwen nonynsumm oueHnBa-
etca B 1-3%. Tak Kak paHHUI geduumT acTporeHa nmeet
HeraTMBHblE [OJITOCPOYHbIE MOCNEACTBUSA ANS 340POBbSA,

BK/IlOYas 6ecnnogue, 0CTeonopos, CHUKEHNE HEMPOKOIHM-
TUBHOMN PYHKLMM, MOBbIWEHHbIA PUCK CEPAEYHO-COCYAUCTbIX
3aboneBaHnn 1 o6LWY CMEPTHOCTb, HEOBXOAMMO MPOBO-
OWTb PaHHIO AMarHoCTUKY 3aboneBaHns M ob6ecnedynBatb
aflekBaTHoe neyvyeHue [1].

UCTOPUYECKAS CMPABKA

B 1920 r. MHA 6bina onuncaHa R.A. Kinch y monoaon
KEHLWMHbI C aMeHOopeen M NOBbLIWEHHbIM YPOBHEM rOHaA0-
TponuHoB B moue; F. Albright B 1942 r. Bnepsble onucan
MHA KaK rMcTonornyeckne U3MeHeHus SMYHUKOB B MEHO-
nayse B CO4ETaHWK C HAAMOYE4YHUKOBOW HEJOCTaTOMHOCTbIO
W BBEN NOHATHE «MNpeaeBpeMeHHas HeJoCTaTOYHOCTb SnY-
HUKOB» [2].

Co BpeMeHeM TepMUH cTan 3abbliBaTbCs, U aMeHopes
y XeHWuH ao 40 net Ha ¢oHe MNOBbIWEHHbIX YPOBHEWH
rFOHAAOTPOMUHOB U CHUMKEHHbIX YPOBHEW MOMOBbLIX rOPMO-
HOB OMucCblBanacb B uUTepaType Kak «npexaeBpemMeHHas
MeHonay3a» UK KaK «NpexaeBpeMeHHOe UCTOLLEHWE SnY-
HUKOB». OgHaKo 2009 r. L.M. Nelson npeanoxun BepHyTbcs
K MCNOMb30BaHWIO TEPMUHA «NpeXAeBpeMeHHas HeaocTa-
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TOYHOCTb IMYHUKOB», MOCKOJ/IbKY OH 60/1E€ TOYHO ONUCHLIBAET
COCTOSIHME SAMYHMKOB M y4UTbIBAET BOSMOXHOCTb CMOHTaH-
HOro BOCCTAHOBJIEHMSA UX QYHKLMM [2].

3THOJIOUA

3Tnonormyeckune paktopbl MHA MOXKHO pa3aenntb Ha TPK
rpynnbl. K reHeTM4ecKMM MpuynHaM OTHOCAT HeKOoTopble
XPOMOCOMHbIE HapylleHus, TakMe KakK cuHApPOM TepHepa
N CUHLPOM XPYMNKOM X-XPOMOCOMbI, HaCNeACTBEHHbIE Hapy-
WweHnsa o6MeHa BeLecTB, HanpuMep ranakTolemuio. Takxke
BblAENAOT ATPOreHHble MPUYUHBI (XMPYPruyeckMe BMela-
TeNbCTBa, Jy4yeBas Tepanus, XMMuUoTepanus) U BIAUSHUE
daKTOpOB OKpyKatowen cpeabl (BUPYCbl, XMMUYECKUE areH-
Thbl, paavauunsa n 1.4.) [3, 4].

3HauyuTeNbHylo YacTb NpuymH MHHA coctaBnaioT aytonm-
MYHHbl€ HapyleHusl, BCTpeYyalowmecs ¢ 4yactoton oT 4 go
30% ot Bcex cnyyaeB [MHA [5]. AyTOUMMYyHHas 3TWOSNO-
rMs MOXET ObITb JOKa3aHa npu Hanuinn nMmoeoLnTapHoro
00dopuTa, ayToOaHTUTEN K aHTUTEeHaM SMYHUKOB (@HTMOBaPK-
anbHbIx aHTuTen; AOA), accoumaumm ¢ ApyrMMu ayTOMMMYH-
HbiIMK 3a6oneBaHnsamu. Yaule scero (B 14-32,7% cnyyaeB)
COMyTCTBYOWMUMU 3a6071€BaHNAMMU BbICTYNAIOT HapPyLWEHUS,
CBfi3aHHbIE CO WMTOBWUAHON KeNe30Mn, Takue Kak TMpeonanT
XawunmoTo, runoTnpeos 1 6one3Hb MpenBca [6].

Btopon accouuMnpoBaHHOM Trpynnon ayTOMMMYH-
HblX 3a6ofieBaHMN ABASOTCA 3aboneBaHUs HaANoOYeYHM-
KoB. o pesynbratam wuccnegosaHun, MNMHA passuBaeTcs
y 10-20% nauueHTOoK, cTpajatowmnx 6one3Hbio AaanMcoHa.
HeHWwMmHbl ¢ caxapHbiM guabeToM 1-ro TMNa TaKxe ume-
0T MOBbIWEHHbIK pUCK pasBuTua MHA. NHA MoxeT 6bITb
CcBsi3aHa C pPsaoM Apyrux 3aboneBaHun, TakKMx Kak Lenuna-
KWs, peBMaTouiHbi apTpuT, 6one3Hb KpoHa, cuctemHas
KpacHasa BonyaHka (CKB), Taxenasa muacteHus u paccesiH-
HbIM cknepo3 [7]. Kpome Toro, cneayet yuuTbiBaTb Nt0Oble
NPOSIBIEHNS ayTOMMMYHHbIX 3ab60neBaHUM B CEMEWHOM
aHaMHe3se. B 6onblwon gosne cnyyaeB npuymHa MHA octaet-
Csl HEOMpPEeAeNeHHON, U XeHWnHaM ycTaHaBnMBaeTCa Ana-

rHO3 «Manonatuydeckas MHA», 4To 3aTpygHAET onpeaeneHune
4acToTbl ayTOMMMYHHOWM aTnonoruun MH4A [1, 8].

NMATO®U3UOJIOTMYECKHUE OCHOBDI

AYTOMMMYHHO# NHA

UcToweHne 1 guchyHKUMS DONNMKYNspHOro annapara
ABNAIOTCA ABYMS OCHOBHbIMW MaTOreHeTUYECKUMU Mexa-
HMU3MaMn BO3HWKHOBeHUA [MHA. UcToweHune Gonnunky-
NI0B MOXET OblTb CNeACTBMEM YMEHbLUEHMS Myna OOLMTOB
UK YCKOPEeHHOWM aTpe3unmn Gonnnkynos. Mytauma pelentopa
®CI 1 HeapeKkBaTHasa NOTENHMU3AUMS, CBA3AHHAsA C HUSKUM
KonnyecTBom GONMKYNIOB, @ TaKXe ayTOMMMYHHbIM 00d0-
pUT G6blN NPEeanoXKeHbl B KayecTBe NPUYUH AUCOHYHKLMK
donnukynos [9].

AyTOMMMYHHOE NOBPEKAEHNE AMYHUKOB BbI3BaHO U3Me-
HEHWEM COOTHOLLIEHUS Pa3fMYHbIX TUNOB T-KNETOK WU onoc-
pefoBaHHbIM T-KNeTKaMu MOBPEXAEHWEM, YBENUYEHUEM
ayTOaHTUTENONPOAYLMPYIOWMX B-KNETOK M HU3KMUM KOnye-
CTBOM 3P DEKTOPHbIX CYNPECCOPOB / LUTOTOKCUYECKMUX JINM-
$OoUMTOB, a TaKKe YMEHbLUEHNEM KONUYECTBA U aKTUBHOCTH
€CTeCTBEHHbIX KnnnepoB. Ho Yale AnMYHUKKM noasepratoTcs
HecneunbmyecKom ayTOMMMYHHOM aTaKke, KoTopas cBa3aHa
C ayTOMMMYHHbIMK 3a60/71€BaHUAMU LWMTOBUAHOM Kenesbl,
HaAMOYEeYHNKOB M APYrMx OpraHoB. MccnegoBaHne ayTouMM-
MYHHbIX pPeaKLui NPOTUB KNETOK AMYHMKOB MHOTAA MOXET
6bITb HEaDDEKTUBHBIM METOAOM AMArHOCTUKM, TaK KaK MNMH4A
npegctaBaser co60M NOCNEAHIO CTagMio TOro MAKW MHOMO
ayTOMMMYHHOro 3aboneBaHus. K MoMeHTy o6cnefoBaHus
Y XEeHLMUHbl MOXET OblTb UcHepnaH COOCTBEHHbLIN GONIU-
KyNSipHbIM 3anac W, NPeanooXUTENbHO, YXKEe OTCYTCTBYIOT
@HTUrEHbI-MULIEHN AN ayTOUMMYHHOW aTaKW Ha AUYHMK.
MoaToMy ayTOMMMYHHYIO NpuynHy NMHA MOXKeT 6biTb TPYAHO
06HapyXKUTb peTpocneKkTuBHoO [4, 10].

JInmdouutapHbin oopopuUTt
AyTOMMMYHHbI NUMOLUTaAPHBIK 00POPUT MpeacTaB-
nseT cobor COCTOAHWE, XapaKTepuaylolweecs MOHOHYK/e-
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Premature Ovarian Insufficiency in Patients

with Autoimmune Diseases

Premature ovarian insufficiency (POI), formerly known as premature menopause, is characterized by the loss of ovarian
function in women under 40 years of age. The clinical manifestations of this condition arise due to estrogen deficiency and may
include symptoms such as amenorrhea, oligomenorrhea, vasomotor instability (hot flashes, night sweats), sleep disturbances,
vulvovaginal atrophy, changes in urinary frequency, dyspareunia, decreased libido, and general weakness. This article will
discuss the autoimmune origin of POl and its relationship with other autoimmune diseases. According to statistics, from 4 to 30%
of cases of POl are caused by autoimmune processes. POl often occurs with other autoimmune conditions, such as Addison’s
disease, hypothyroidism, Graves’ disease, Hashimoto’s thyroiditis, and diabetes mellitus, although it can also occur in isolation.
The pathogenesis of POl is associated with hypoestrogenism and the loss of residual follicles, which leads to menstrual cycle
disorders, infertility and a decrease in quality of life. To avoid the long-term effects of estrogen deficiency, hormone replacement
therapy is recommended. Studying the causative factors of POI, the relationship of this condition with other autoimmune diseases
and analyzing existing methods of early diagnosis will ensure more effective management of such patients and increase the

chances of improving their fertility.
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apHOM MHOWUNbTPALMEN TeKa-KNETOK SMYHUKOB, NpenmyLle-
CTBEHHO B pas3BMBatOWMXCH QONAUKYNax U Kentom Tene,
npu atoM O6bIYHO He 3aTparuMBaloTCd NPUMOPAMANbHbIE
W nepBuYHble Gonnnkynbl [11]. Ha gaHHOM 3aTane SMYHUKK
MOryT 6blTb HOPMaNbHOrO pa3mepa WAu yBenuyenbl [9].
K coxaneHuio, Ha JaHHbIM MOMEHT HET HaJEMKHbIX CbIBOPO-
TOYHbIX MApKePOB ANS AUArHOCTUKM ayTOUMMYHHOI0 00bO-
puta, U ANa NOoCTaHOBKM AMarHo3a Heobxoguma 6Guoncus
AMYHUKOB, KOTOpas CBsi3aHa C onpefeneHHbIMU pUCKaMu
AN NaLMEHTKU 1 B 60NIbLUIMHCTBE C/ly4aeB He PEKOMEHAYET-
¢4 [8]. MoaTomy rucTonaronornyeckoe noarsepxaeHue MNHA
npoBoauTca npumepHo B 10% cnydaeB [12]. YacTo Habno-
[aeTcs HapylweHWe UMMYHHOIO OTBEeTa — KakK K/1eTO4YHOro,
Tak M rymopanbHoro. MMMyHOrMCTOXMMUYECKME MCCNemdo-
BaHUS AMYHUKOB Y MeHWKUH ¢ NMHA obHapyKuBatoT CD4™,
CD8" T-numdouuTapHyto UHOUABLTPaLMID. Takxe Habnto-
JlaloTes HapylweHus cooTHoweHusa CD4*/CD8* u akcnpec-
CWW @HTUIEHOB MMaBHOro KOMMJeKca rmMcToCOBMECTUMOCTHU
knacca Il (MHC 1) rpaHyne3HbiMn KneTkamu. bbino BbiSB-
JIEHO 3HauyuTeNbHOE CHUXKEeHWe copepraHus CD4t, CD25*
T-perynatopoB B nepudepnyeckon KpoBM y NaLMEHTOK
¢ MHYA, a TakKe CHUKeHWe aKkcnpeccun reHa FOXP3, KoTo-
pbI KOAMPYET GENOK, PEryavpylowmnn akTuBaumio peryns-
TOPHbIX T-KNEeTOK. HapylueHne aKcnpeccun atoro reHa npwm-
BOAMT K PA3BUTUIO ayTOMMMYHHbIX 3a6oneBaHui [13, 14].

AHTHOBapuaabHblie aHTUTENA

AOA o6HapyuBatotca y 24-73% nauuMeHToK ¢ noa-
TBepKAeHHoN MHA [15, 16]. OagHaKo M3-3a NPOTUBOPEYMBLIX
JaHHbIX B pasHbiX MCTOYHMKAX TO4Has pacnpoCTpaHeH-
HOCTb OCTaeTCs HESICHOM. Y4YuTbiBasA, YTO MONOXKMTENbHbIN
pesynbtat Ha AOA nony4atoT NOYTU Y OGHOM TPETU KEHLLMH
C HEACHOM NPWYMHOM Gecnnofus, PeKoMeHAyeTcs MpPoBO-
OUTb 06CcnefoBaHUe Kax 4o 6ecniofHON KEHLLMWHbI Ha paH-
HUe cTaguu ayToummyHHon MHA [17].

Yalue BCcero MuLEHbIO aHTUTEN SBAsieTc 6eTa-cyobeam-
Huua PCI [17]. AOA MoryT nosiBNSTbCS 3a rofbl 10 NEPBbIX
KNnHU4YecKknx cumntomoB MHSA [15]. OgHaKo nx ponb B Kave-
cTBe MapKepa NHYA orpaHnyeHHa n3-3a HU3KOKW crnieynduy-
HOCTW CYLLECTBYIOWMNX TECTOB, YTO MPUBOAWT K BbICOKOMY
YPOBHIO JIOKHOMOMNOMKUTENbHbIX PE3YNbTAaTOB U OTCYTCTBMIO
Banuaaumu [18].

AHTUTENa K K1eTKaM, NPoAYyLUPYIOLLUM CTEPOUADI

AHTUTENa K CTEPOMANPOAYLMPYIOLLMM KNeTKaM pasnny-
HbIX 9HAOKPMHHbBIX XKefne3, TaKUX KaK TeKa-KNeTKU AWUYHMU-
Ka, KNneTku Jlengura anyka, KNeTKM Kopbl HaAMNOYe4YHUKOB,
cvHUMTMOTPOdO6GNaCT NNaLeHTbl, M3BECTHbI KaK aHTuTena
K cTeponiHbiM KeTkaMm (SCA) 1 9BNSOTCA NOAUKIOHAbHbI-
MU MMMYyHOrnobynnHammn Knacca G. HekoTopble depmeH-
Tbl, y4acTBylolWMe B NyTAX cTepongoreHesa, npeacraBasior
co60M MULLEHWN 3TUX ayToaHTUTEN. OCHOBHLIMU @HTUIEHHbI-
Mu MuweHssmu SCA aBnstotes 17a-ruapokcunasa (17a-0OH),
pacuwenneHne 6okoson Lenu P450 (P450scc) 1 21-rnapoK-
cunasza (21-0OH), 4To NpMBOAWT K HapyLEHWUIO CMHTE3a CTe-
POMAHBIX TOPMOHOB, B 4YaCTHOCTM 3CTPOreHOB, aHAPOreHoB,
anbfoCcTepoHa n KopTnsona [15].

AYTOUMMYHHbDIE 3ABOJIEBAHUA,

CBA3AHHBLIE C NHA

AyTOMMMYHHbIE€ 3a601€BaHUA WHUTOBUAHOM XKenesbl

AyTOMMMYHHble 3aboneBaHuUs WWTOBUAHOW Xene-
3bl, Yalle BcCero TUPEeouAMT XawwumoTo, MNPUCYTCTBYIOT
y 14-32,7% xeHuwmH ¢ MH4A [6].

Mapkepamu ayToummyHHOro tupeounauta (AUT) BbICTY-
natoT aHTUTeNa K Tupeonepokcuaase (AT-TMO), peuentopam
TUpeoTponHoro ropMmoHa (AT-TTI) n Tupeorno6ynuny (AT-TI).

MexaHn3M, B pe3ynbraTte KOTOPOro NPOMCXOAUT YMeHbLe-
HWe oBapuanbHoro pesepsa npu AUT, NONHOCTLIO He yCcTa-
HoBJeH [19]. B oounTax n rpaHynesHblx KeTKax NpUcyTCTBY-
10T peuenTtopbl K TTI 1 TpunoaTUpoHUHY (T3). TupeonaHble
rOPMOHbI MOAYAMPYIOT BAnsHUE PCI 1 NIOTEMHUIUPYIOLLErO
ropmoHa (JITF) Ha cTepounaoreHes, CTUMYIUPYIOT MOpPdOno-
rmyeckyto auddepeHUMPOoBKY KNETOK rpaHynesbl, a TakKe
B/IMSIIOT Ha CEKPELMIO NPOrecTepoHa U 3CTpaanona XKentbim
TeN0OM 1 CNOCOGHOCTb OOLMTOB K 0NiogoTBopeHuio [20].

AUT cHUKaeT GYHKLUMIO LMTOBUAHON Xenesbl, Hapylas
paboTy runotanamo-runobmsapHo-roHagHon ocu, 1 MOXKHO
caenatb BbIBOf4, 4TO AUT cnoco6eH yMeHblWHUTb oBapualib-
HbI pe3epB. K Tomy e AT-TMO MoryT akTMBMpPOBaTb UMMYH-
HYI0O peakuMio Ha MOBpPEeXAeHWe TKaHW SUYHMKOB, NMOTOMY
YTO aHTUTUMPEOUAHble aHTUTeNa TakKe OOHapyXKuBaloTCs
B GONNMKyNax aMyHnKoB [21].

B nccnepoBaHnn P. Monteleone n coaBT. 6bi10 0OHa-
PYXEHO, YTO YPOBHW AHTUTMPEOWMAHbIX aHTUTEN B CbiBO-
POTKE KPOBW MONOMKMUTENBHO KOPPENUPYIOT C YPOBHAMMU
3TUX aHTUTEN B GONMKYNSPHOM KUAKOCTU. bbina BblABUHY-
Ta runotesa O TOM, YTO, NPOXoAsa remato-dOMIUKYAAPHbIN
6apbep B Nepuoj Co3peBaHus, aHTUTeNa MOryT Bbi3blBaTb
LIMTOTOKCUYECKYIO peaKLuMio U paspylaTb co3peBalolime
ooumTbl [19].

CylwiecTBytoT UccnegoBaHus, B KOTOPbIX 6bl10 06Hapy-
eHo, 4To AUT cBsA3aH ¢ 605ee HU3KOM CKOPOCTbIO OMJo-
LOTBOPEHMUS OOLIMTOB, KMU3HECNOCOOGHOCTbIO 3MOGPUOHOB,
4acTOTOM HacTyn/ieHns 6epeMeHHOCTU U 6oJiee BbICOKOM
4acTOTOM paHHMX BbIKUAbLILEN, 4YTO npegnonaraet Heobxo-
AMMOCTb OLIEHKM OBapuaNibHOIO pe3epBa Y XeHLWWH ¢ aua-
rHo3om AUT [21, 22].

AyTOMMMYHHbIE 3a60/1€eBaHUA HAANOYE4YHUKOB

MpexxaeBpeMeHHas HeLOCTAaTOYHOCTb AMYHMKOB TaKKe
MOXeT 6blTb CBA3aHa C Mopa*keHMem Haano4Ye4YHNKOB 13-3a
HaM4YMA NEepeKpPecTHO pearnpylowmnx ayToaHTUTEN U UX
LEeNCTBUS Ha KNIETKM, OTBETCTBEHHbIE 3a MPOAYKLMIO CTEPO-
naoB. HagnoyeyHMKoOBas HeAOCTaTOYHOCTb MOXET Pa3BUTb-
cay 50% 1 6onee KeHLWMH ¢ ayTOUMMYHHbIMK 3a601eBaHu-
AMK HagnodevyHnkoB [10]. NMOCKONbKY 3TO TAXKENOE U YacTo
onacHoe NSl XM3HWU COCTOSIHWE, OYEeHb BaXHO NPOBOAWTL
COOTBETCTBYIOWMI CKPUHMHI U 06cnefoBaTh GYHKLMIO Haj-
NOYEYHUKOB Y NaLMEHTOK C BbigBNeHHOW [MHA. PaHHuWe
noBbllWeHHble TUTPbl SCA MOryT NpeacKkasatb nocnegytoulee
pa3BuTne ayTouMMyHHou [MHA W, cnegoBaTenbHO, MMELKOT
BaXKHOE KIMHMYecKoe 3HavyeHue [23].

AyTOMMMYHHbIHA NONAUINAHAYNAPHbIN CUHAPOM

PasnunyaloT 4eTblpe TUNa ayTOMMMYHHbIX MNOAMIHAO-
KPWHHBIX CUHAPOMOB — ayTOMMMYHHbIN NOAUTNAHAYNSPHbIN
cuHgpom (AMC) 1-4-ro TMNOB, KOTOpble XapaKTepuaytoT-
Cf ayTOMMMYHHOW aTakon npoTMB ABYX M 6onee 3HAo-
KPUHHbIX OopraHoB. PacnpocTpaHeHHocTb MHA, cBsizaHHOM
¢ AlC, 3aBMCUT OT Kaxkaoro tvna. Camas BbicOKas 3abo-
neBaemMocCTb Habnoganacb y nauneHTok ¢ AMNC-1 (> 40%),
3aTem cnegoBan AlNC-4 (30%), a camas HU3Kas 3aboneBae-
MocTb — npu AlMC-2 (16%) [24].

AyTOMMMYHHO-accoumnpoBaHHas dopma NMHA Bo3HUKa-
eT npu AMC-1, KOTOpbIM BbiI3BaH MyTalMel B reHe ayTouM-
MYyHHOro perynstopa (AIRE), pacrnonoxeHHoro Ha 21-1 xpo-
MocomMe. MyTauunM B reHe Obliv CBA3aHbl C aTakamu
«Ha cebs» [25].

ATNC-2 npeacTtaBnsieT cob6on 60nee pacnpocTpaHeHHoe
COCTOSIHWE, KOTOPOE BKJOYaeT B cebs NepBUYHYIO HaAMo-
YEYHUKOBYIO HELOCTATOYHOCTb, ayTOMMMYHHOE MopaKeHune
LWNTOBMAHOW »enesbl, caxapHbli guabeTt 1-ro tuna u apy-
rne 3abonieBaHuUs, TaKMe Kak LeNvakusa, muacteHus [24].
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Mpn gaHHOM cuHapome annenu HLA urpaloT KayeByto
pofb B aKTUBaLMW ayTOPEaKTMBHbIX T-KJIETOK, KOTOpble
HayMHalOT aTakoBaTb creunduyeckMe TKaHW opraHu3ma.
3T0 NpMBOAMUT K opraHocneundU4eckum ayTOMMMYHHbIM
peakuusam u3-3a yTpaTbl UMMYHHOM TofiepaHTHOCTK [26].
PacnpocTtpaHeHHocTb aHTUMTeNn SCA coctaBuna 60% y nauu-
eHTOoK ¢ AlNC-1, 25-40% — y nauuneHTokK ¢ AMC-2 [15].

AlC-3 nposBnseTcs pasBUTUEM ayTOUMMYHHOIO TUPEO-
nauTa, a TaKXe APYruMU OpraHHbIMU (HESUHHMKOBbLIMM)
aYyTOMMMYHHbIMW MOPaXKeHUMK, HO NPKU 3TOM He Habnaa-
eTCcsa HaanNo4Ye4YHMKOBOW HeAOCTAaTOYHOCTH [27].

AMNC-4 anarHocTupytoT, Korga 6one3Hb AaAMCcOHa CBS-
3aHa C No6bIMU APYrMMU @yTOMMMYHHbIMKW 3ab60/ieBaHu-
AMW, 3@ UCK/IIOYEHNEM TeEX, KOTOopble yKaldaHbl B AlC-1, -2
unu -3 [24].

OQHOBpPEMEHHOE MNPUCYTCTBME HEAOCTAaTOYHOCTHU
AWMYHUKOB M HapanovyeyHukoB npu AMNC noavyepkuBaeT
HEeo6X0AMMOCTb OLIEHKW ayTOMMMYHHbIX 3abofieBaHui
HaAMoO4Ye4YHWKOB M NPU3HAKOB HAAMO4Ye4YHNKOBOW HegocTa-
TOYHOCTM Yy BCeX NaumneHToK ¢ NMHA — gaxe npu oTcyTCTBUM
naToOrHOMOHWYHbIX NpM3HakoB AMNC-1 unu -2. Hanunuune Haga-
novyeyHnKoBbix aHTUTENn (ACA n/unn CYP21Abs) asnaetcs
npeaukTopoM 6yaylwen KIMHUYECKOM HaAno4YeYHWKOBOWM
HepocTaTodHocTM Y 100% aeTen mnajlle 16 net, npoweawmnx
TeCTMpOBaHWe, U NO3TOMY ero cneayet M3amepsaTb y Nto60oro
noapocTKa ¢ MNMH4A [28].

CaxapHbi guaber 1-ro Tuna

PacnpocTpaHeHHOCTb caxapHoro guabeta 1-ro Tuna
(CO1) y 60onbHbIX MHA coctaBnsieT okono 2,5%, cornacHo
UMELLMMCS NUTepaTypHbiM AaHHbIM [29]. CA1 06bI4HO
AnarHoctupyetca Ao nosieneHus cumntomoB [MHA, oaHako
Ha CEeroAHsWHUM AeHb HEeT AOCTaTOYHbIX AaHHbIX, YTOObI
PEKOMEHAO0BATb PYTUHHbI CKPWUHUHI Ha HaauMyuMe conyT-
cTByloLero agnabeTa y nauneHTok ¢ MNMH4A [8].

[pyrue ayTouMMyHHble 3a6oseBaHus,

cBsizaHHble ¢ NMHA

[pyrne ayTOMMMYyHHble 3a6oneBaHus, KOTopble MOryT
HabnogaTbcsa y nauneHToK ¢ MHA, BKAoYaloT B ceba nano-
naTM4eCKyo TPOMBOLIUTONEHUYECKYIO NypPRypy, ayTOUMMYH-
HYIO TEeMONMUTUYECKYID aHEMMIO, MEPHULMOIHYIO aHEeMMUIO,
BUTUAKIO, anoneumto, CKB, peBmaTonaHbIN apTpuT, 60/1€3Hb
KpoHa [6, 30]. YacToTta passutma MNMHA y naumeHTok ¢ CKB
Bapbupyetr ot 0,6 o 43%. lNpumeHeHne UMTOCTATUKOB,
Hanpumep npu nevyeHmn CKB, MOXKeT NpMBECTU K UCToLle-
HWIO GONNMKYNOB, HO AAaHHOE OC/IOXKHEHME MOXHO MpeaoT-
BpPaTUTb, MCMNONb3YyS arOHWUCTbl FOHAAOTPOMUH-PUIUSUHT-
ropMoHa Ans coxpaHeHus depTunbHocTM [31]. MexaHu3m
WX AEVCTBUS COCTOUT B CBA3bIBAHWM C peLenTopamm KNeTok
runodusa, CEKPETUPYIOLMX FOHaLOTPOMHbIE TOPMOHbI, CHa-
4yana npomucxoauT yBennyeHne cekpeuun roHagoTpPornuHOB,
a 3aTeM CHUXKEeHWe, B OTBET 06pa3oBaHUe aCcTpaanoNa Hauu-
HaeT COOTBETCTBOBATbL NOCTMEHoNay3anbHoMy. B peaynbra-
Te AMYHUKM CTAHOBATCS MOXOXM Ha AMYHUKK B Npeny6epTaT-
HOM Mepuoje U MeHblue NoABEPratTcs LUTOTOKCUYECKOMY
addekTy [32]. ViccnegoBaHns nokasanu, 4TO Takue Mpo-
dunakTnyeckne mepbl MOryT Cnoco6CTBOBATb CHUMKEHWUIO
YyacTtoTbl passutua [MHHA, accouMMpoBaHHOW C le4YeHuneMm
CKB uuTOCTaTMKaMM, 10 ypOoBHA B 06LLer nonynsauuu [33].

K/IMHUYECKASA KAPTUHA

KnuHuyeckne cumntombl MNMHA B OCHOBHOM ABASAOTCS
pe3ynbTatoM AeduumuTa 3CTPOreHOB M MOTYT BKJOYaTb
B cebsl aMeHopel WaM ONUMroMeHopeto BcieacTBue UCTO-
LLleHMs oBapuanbHOro pesepBa, BA30MOTOPHYO HecTabuib-
HOCTb (MPWAMBLI, HOYHAs MOTIMBOCTbL), B OCHOBE KOTOPOW

NEeXUT HENPOIHAOKPUHHAS M cocyaucTas aucperynauus
[34]. HepocTaToK 3CTPOreHoB NPUBOAUT K HaApPYyLIEHUIO KPO-
BooGpaleHns n nponmdepatMBHbIX NPOLLECCOB B CU3U-
CTOM W MNOACAU3UCTON 060JI0O4KaxX MOYENONOBbIX MYTEW,
CHWEHMI0 CUMHTEe3a MMMKOreHa, HapyweHuto MUKpodnopbl
BNaranvua v noBblWeHWO pH cpeabl, 4TO CHUXKaeT ecTe-
CTBEHHYIO 3alluTy MNPOTMB NaToreHHom &nopbl, a TaKxe
NMPOMUCXOAMT CHUMKEHUE CEKPETOPHOM PYHKLIMM Kenes Bna-
ranuwa. 3tm paKkTopbl CNOCOBGCTBYIOT PAa3BUTUIO BYSIbBOBaA-
rMHaNbHOM aTPOPUN, UBMEHEHUIO YaCTOTbl MOYEUCTYCKaHMSA
M NOSIB/IEHMIO YaCTbIX PELMANBUPYIOLNX MHDeKLMM [35].

KnvHnyecKaa KapTuHa TaKkXKe NposiBASETCS pacCcTpow-
CTBaMu HacTpOeHUs, BKOYas pa3apaxmntenbHOCTb U 3MOo-
LMOHaNbHyt0 NabuibHOCTb. [lpyrne ropmMoHasbHble Hapy-
WeHMsa, TaKMe KaK HeaoCTaTOYHOCTb aHAPOreHoB, TaKXKe
OKa3blBalOT 3aMeTHOEe BAUSAHME Ha cuMniToMaTtuKy [MHA,
NPUBOAS K CHUMKEHWIO NMBUA0, AUcrnapeyHumn u obulen cna-
6ocTu. HeHuwmHbl, cTpagaowue MNMHA, noagBepxeHbl 6onee
BbICOKOMY PUCKY pPa3BUTUS CEPAEYHO-COCYAWUCTBIX 3abose-
BaHWW, NapKMHCOHM3Ma, OCTEONOpPO3a, AEMEHLMU U CHMU-
YEHUS KOTHUTUBHbIX QYHKLMI [36]. OHM OYEeHb HaCTO HYMX-
[JaloTcqd B MCUMXONOMMYECKOM KOHCYNbTMPOBAHWM B CBS3M
C TaKMMu nNpobaemamu, Kak 6ecnnogue, HU3Kas camooLeH-
Ka, MNOoBblLIEHHAs TPEBOXHOCTb 1 Aenpeccus [37].

KnuHuyecKkoe TedyeHune MHHA yacTo npeactaBnsieT co6om
NPEepPbLIBUCTYI0 U HenpeacKadyemylo QYyHKLMIO SUYHUKOB,
Habnogaemyto y 50% nauMeHTOoK jaxe cnycTs rogbl nocne
NOCTAHOBKM pAnarHosza. [lepemexkatowmecs CnoHTaHHble
OBYNIALMKU, HacToTa KOTOPbIX CO BPEMEHEM yMeHbluaeTcs,
BCTpeyvatoTcs npumepHo y 20% xeHuwuH. OT 5 go 10% nauu-
€HTOK C gnarHo3om lNMHA cnocobHbl 3a6epeMeHEeTb U BbIHO-
CUTb 6epemMeHHoCTb [38].

Ocob6blIt UHTEPEC NPEACTABASIOT KIMHUYECKME NposiBe-
Hua MHA B NogpOCTKOBOM BO3pacTe, Tak Kak OHM ocTaloTes
Manon3dy4YeHHbIMU KaK B OTEYECTBEHHON, TaK U B 3apybex-
HOW nuTepartype.

Mo pe3ynbTaTam MccnefoBaHUs, NPOBEAEHHOMO B OTAe-
NIEHUN TUHEKONOrMM AETCKOro W IOHOLWECKOro Bo3pacTa
drey «HMUL, Armn wmm. B.WN. KynakoBa» (2019-2021 rr.),
ObI/10 BbISIBNEHO, YTO, B OT/IMYME OT KEHLLMH CTapLlero Bo3-
pacTa, y 60/bWKNHCTBA NOLPOCTKOB OTCYTCTBOBAIN TUMMY-
Hble CUMMTOMbI, TaKME KaK Ba30MOTOPHble HapyleHus
1 BynbBOoBarnHanbHasa atpoodus. Tonbko y 13,5% Habno-
Janucb NpUAMBLI XKapa, KOTopble pa3BMBanuCb Ha GoHe
BTOPMYHOM aMeHOopen nocie > 6 Mec perynsapHbiX MEHCTPY-
aumm ¢ meHapxe. OCHOBHble anobbl NaLMEHTOK BKAOYanu
3alepXKKY MOMNOBOr0 Pas3BUTUS C NEPBUMYHOM ameHopeew
(21,6%), BTOpM4YHYIO ameHopeto (> 6 mec) (35,1%), aHomasb-
Hble MaTo4yHble KpoBoTevyeHuns (37,8%), Kotopble B 29,7%
clly4yaeB coyeTanncb C pPeuuanBupylolMMmn GyHKLMOHaNb-
HbIMW KWCTaMK AMYHMKOB [39].

AUATHOCTUKA

OunarHo3s [IHA  ocHOBbiBaeTcss Ha  KpUTepusax
EBponevcKoro o6uectsa no Bonpocam penpoayKLmm 4eno-
BeKa 1 amb6puonorun (ESHRE) n BKkntovaeT B cebss ameHo-
pet UM oNnromeHopeto He MeHee 4 MeC U MOBbILLEHHbIN
ypoBeHb PCI (> 25 ME/n) He MeHee ABYX pa3 C MHTepBa-
nom B 4 Hep. Ecnu ypoBeHb ®OCIT HaxoauTcs B npeaenax
MeHOonay3anbHOro AuanasoHa, TecT cneayeT MOBTOPUTb
yepes3 4—6 Hep BMeCTe € 3CTPAANONOM ANS NOATBEPKAEHUS
runoroHaanama [8].

Mpo6a ¢ NporecTepoHOM MOXET UMETb HEKOTOPYIO Ana-
FHOCTMYECKYIO LEHHOCTb, HO MOXET U BBOAUTb B 3abnyx-
[eHne B cnyvyae, Korga ropmMoHasnbHas akTUBHOCTb SIMYHU-
KOB He MpeKpalaeTcs NoaHOCTbI0. [NoaTomy AaHHasa npoba
He [O/KHa MCMNonb30BaTbCAd BMECTO M3MEPEHUS YPOBHS



rOPMOHOB B CbIBOpPOTKE. [lyTemM MccneaoBaHWs aHTUMION-
neposa ropmoHa (AMI’), nuruéuHa B, OCI, actpagmona (E2)
M KOoNnyecTBa aHTpasbHbiX QONMKYNOB MOXHO OLEHUTb
oBapwuanbHbin peseps [40].

CornacHo pexkomeHpgauuam ESHRE Guideline Group
no MHA, naymeHTkn ¢ MHA OOMKHBI NPOUTU TWaTeNbHOE
o6cnefoBaHne, KOTOPOe BKJOYaET B cebs:

1) XPOMOCOMHbIN aHanus;

2) ayTOCOMHO-FeHEeTUYEeCKoe TeCTUPOBaHME — TOJIbKO
B Cllyyasx, YKasdblBaloWMX Ha CheunmdPuyecKylo myTauuio
(Hanpumep, 6n1edpapodUMO3-NTO3-3NMKAHTYC MUHBEPCYC-
CUHAPOM);

3) TecTupoBaHue npemyTauuun Fragile-X;

4) CKPWUHMHI Ha 210H-Ab (MnM agpeHOKOPTUKasbHbIE
aHTuTena (ACA));

5) CKPWHWHI Ha aHTUTENa K LUTOBUAHOM Xenese.

PYTUHHbBIV CKPUHUHT XeHWMKH ¢ NMHA Ha guabeT unu Hanu-
yne nHbeKun He pekomeHayetcs [8].

AyTOMMMYHHble NpuyuHbl MHA cnepgyet 3anogo3puTb
npu Hannumm AOA, rMCTONOTMYECKMX NPU3HAKOB TMMbOLIK-
TapHoro oodoputa MM Nt060ro ConyTCTBYIOLWErO ayTOUM-
MYHHOro 3a6oneBaHus. OQHaKo AOCTYMHblIE KOMMEpPYECKMe
TecTbl Ha Hannyne AOA ¢ ncnonb3oBaHWEM MMMyHobep-
MEHTHOIO aHanu3a W METOLOB HenpsaMon UMMYHOdNYyo-
pecLeHLmMM LaloT NPOTUBOPEYMBbIE pe3y/bTaTbl U BbICOKUM
YPOBEHb JIOKHOMOJMOXKUTENbHbBIX PE3yNbTaToB, MNO3TOMY
HEKOTOPblE UCTOYHUKU HE PEKOMEHAYIOT MPOBOAUTbL CKpU-
HWUHI Ha aHTUTeNa K oouuTam [5, 18].

MaymeHToK ¢ NMHA HEM3BECTHOM ATUOSIOT UM UK MPU MOJ0-
3pEHWU Ha HanuM4ymMe ayTOMMMYHHOW NaTtoNornMmn peKoMeHay-
eTcs 06¢cnefoBatb Ha aHTUTENa K Hagno4Ye4YHMKam U aHTU-
Tena K wurtoBuaHow xeneae (AT-TMO u AT-TI). MNpun HannMuum
nonoxutenbHoro tecta Ha 210H-Ab/ACA Heob6xoanMa KOH-
cynbTauus 3HAOKPUHONOra C Lienbio 06cnegoBaHns GyHKLUK
HaAMNOYEeYHUKOB W WCKIOYEHUS 6onesHn AgavcoHa [24].
Mpn nonoxutenbHom pesynsrate nccnegoBaHus Ha AT-TIMO
ypoBeHb TTI fo/mKeH NpoBepaTbCs exerogHo. KanHuyecku
naumMeHTkun ¢ NMHA ayToMMMYHHOW 3TUOJSIOMMK UMEIOT U3MEH-
YnBylD QYHKUMIO SUYHWKOB B Te4YeHMe MepBbiX NeT nocne
Havana 3ab6ofieBaHUs, a akTUBHOCTb POJIIMKYIOB BHavyane
MOXeT ObITb HEMOBPEKAEHHOW, O YeM CBUAETENbCTBYIOT
6oniee BblCOKME ypoBHUM AMI Mo cpaBHEHWUIO C ApYyrumu
dopmamu MHA. Taknm 06pas3om, paHHAA AnarHoCTUKa ayTo-
UMMYHHOM MTHA MOXeT ynydwnTb depTunbHocTb [41, 42].

dusunKanbHoe obcnefoBaHne B 60MbWKMHCTBE ClyYaeB
HUYEeM He NpumeYaTesbHO, HO OHO MOXET BbIBUTb NPU3Ha-
KW CONyTCTBYIOLWEro paccTponcTBa. Cneayet o6pallaTtb BHU-
MaHue Ha Takne NPosiBAEHMS, KaK TMNOTEH3US, YMEHbLUEHWE
KonnyecTBa BOJIOC B NOAMbILEYHbIX BNagnuHax M Ha NobKe,
rMnepnurMeHTauus nam BUTUANIO (HTO MOXKET 6bITb CBA3AHO
C ayTOMMMYHHOM HaANO4YeYHUMKOBOW HEeAOCTaTOYHOCTbIO),
yBENYEHNE LWMTOBMUAHON XKenesbl, aK3odTanoM, 6pagukap-
AW UK TaxmKapaus, npexaeBpeMeHHoe NoceaeHne BoaocC
(Npn 3ab6oneBaHUAX LMTOBUAHON Kenesbl), AUCTPODUS HOr-
TEN N KOXKHO-CNU3NUCTbIN KaHanao3 (npu AMC-1), ovyaroBas
asnoneuns 1 ckynosas Cbifb (Mpu Bon4aHke) [4].

MpU rMHEKONOrMYECKOM OCMOTPE O0O6bIYHO BbISBAAIOT
aTpodnyecKkMn BarnHUT. OQHAKO y HEKOTOPbIX MKEHLMH
BblpabaTbiBaeTCqd [JOCTAaTOYHOE KO/IMYECTBO 3cTpaauona
A9 afeKBaTHOM 3CTPOreHn3auun CAn3UCTOM 0600YHKM
Bnaranvua. B 601blUMHCTBE Clly4aeB SMYHUKKU ManeHbKue
W efBa Nanbnupyemble. MHOrAa MOXHO OGHaPYKUTb yBENu-
YeHHble SSIMYHUKK, HaNpUMep B HEKOTOPbLIX ClyYasix ayTouM-
MYHHOro oodopwuta [4]. [pn ayTOUMMYHHOM 00hOpUTE HasU-
Yyne KpynHbIX MynbTUDONINKYISAPHbBIX SMYHUMKOB B COYETaHWUM
C NOBbIWEHHbIM ypoBHEM JII B CbIBOPOTKE KPOBWU MOXHO
OLWMBOYHO MPUHATL 38 CUHAPOM MOSMKUCTOBHBIX AMHHUKOB.

OpHako B Takux cnyyasx 6ygeT He M36bITOK aHAPOreHoB,
a cKkopee feduuunT, CBA3AHHbIM C HapyLWeHMeM MX NPoaykK-
umm [9, 37].

YnbTpa3BykoBoe uccnegoBaHue (Y3W) umeeT orpaHu-
YEHHYI0 LIEHHOCTb B Ka4yecTBe AMarHOCTMYECKOro WMHCTPY-
MEHTa, TeEM He MeHee, OHO MONe3HO ANSA OUEHKU DYHKLMK-
OHaNbHOW AKTUBHOCTU SIMYHMKOB W WCKIOYEHUS APYrux
NPUYUH aMeHopen, NoaTomy Y3U cnegyeT BbINMOMHATb B KaX-
[IOM c/ly4ae HapylweHW MEHCTPYanbHOro umkna [4].

CKPWHUWHI Ha Hanuyve Apyrux ayTOMMMYHHbIX 3abone-
BaHWW, NOMMUMO 6oNe3Hen XawmmoTo n AgaMcoHa, 06bl4HO
He npoBoauTca. HO Heo6Xo4MMO MOMHWTb, YTO AMarHo3
MHA obycnoBnMBaeT NOBbLIWEHHbIN PUCK Pa3BUTUSA U APYTUX
ayTOMMMYHHbIX HapyLleHWH, U cneayeT COXpaHsATb OTHOCH-
TeNbHO HUX HACTOPOXKEHHOCTD [8].

NNEYEHUE

B HacTosiwiee Bpemsi oTcyTcTBYeT 3addeKTUBHOE neve-
HWe, HanpaBfieHHOe Ha BOCCTAHOBJIEHWE HOPMasbHOM
GYHKUMK SM4HMKOB. HOo pa3paboTaHbl MeTofbl NevYeHus,
HanpaBJ/ieHHble Ha yCTPaHEHUE HEKOTOPbIX cumnTomMoB MH4,
CHWXXEHWE pUCKa Pa3BUTUSA OCIOKHEHWI K COMYTCTBYIOLLMX
3aboneBaHun.

3amecTuTenbHasa ropmoHanbHasa Tepanus (3I'T) aBnseT-
csl Hanbonee pacrnpoCTpPaHEHHbIM METO/IOM NEYEHUS XKEH-
wuH ¢ MHA. 3T ynyylwaeT rmMHEKoNorMyecKkoe, couuab-
HO€ W MCUXONorMyeckoe 340p0OBbe MaLMEHTKM, NOBbIWAET
KayeCTBO XWM3HW W CHWXKAET PUCK CepedYHO-COCYAMCTbIX
3aboneBaHUi U octeonopos3a. Ecnu eHumHa ¢ NMHA Hauu-
HaeT npuHumaTtb 3T, oXXnaaeTcs, YTo y Hee BOCCTAaHOBMUTCSA
perynapHbIi MEHCTPYaNnbHbIN LMK, Kpome Toro, oxxuaaercs,
410 3T YMEHbLWNUT APYrMe CUMMTOMbI, TAKME KaK NPUInBbI
M HOYHasA NOTAMBOCTb. 3 T MOXKET NOBbICUTb LWAHChl 3abepe-
MEHETb Y HEKOTOPbIX XeHLWMH ¢ MNMHA 3a cyeT cHuKeHus JI
[10 HOpMabHOro YPOBHS.

B HacTosilee Bpems TpaHcaepMasibHasa UM TpaHcBaru-
HanbHas Tepanus 3CTPaaMOIOM paccMaTpUMBaeTCa B Kade-
cTBe nepsov NuHUM 3T Ang MOnoAbIX XeHuwuH ¢ MHA
WKW paHHen MeHonay3on. Monoable XeHLWMHbI, Y KOTOPbIX
passuBaetcs [MHA, HyxKaaloTca B 4IMTENbHON 3aMeCTUTE Nb-
HOM Tepanuu, noatoMy B naeane 3I'T gomKHaA UMUTUPOBATb
HOpManbHYl0 OYHKLMIO SIMYHUMKOB. BO3MOMXHO MCMNONb30-
BaHWe 3CcTpajauona M BHYTPb, OfIHAKO TpaHcAepMasbHbIN
W TpaHCBarvHasdbHbI NyTW BBEAEHWS MNO3BONSAOT U36e-
aTb OCJIOKHEHWW, TAKUX KaK BEHO3Has TPomMO60O3IM60us
W WHCYNbT, pPa3BMBalOLWIMXCA MNPU NEPBOM MPOXOXKAEHUN
yepes rnevyeHb, YTO MOXKET HabaaTbCs Npu NpUeme 3CTPo-
reHa BHyTpb [43].

B paHOOMM3MPOBAHHOM KOHTPOMPYEMOM MNEpPeKpecT-
HOM uccnegoBaHuu, npoBegeHHoM B 2009 1., ¢ yyacTvem
MOJIOAbIX eHWuH ¢ MHA cpaBHMBanuM cepaedyHo-cocyau-
cTble apdEeKTbl NeyeHns TpaHcaepMasbHbIM 3CTPaanoIoM
B COYETAHMMU C LUMKIMYECKMM NPOreCTUHOM U NIeHEeHUS KOM-
OGUHUPOBAHHLIMW OPanbHbIMW KOHTPaUenTMBaMu. [laHHble
CBWAETENbCTBOBA/M O TOM, YTO NMPUMEHEHKE TpaHcAePMalb-
HOro acTpaguona v BarmMHanbHOro nporectepoHa Kak 3I'T
NPeBOCXOANT KOMOMHWPOBAHHbIE OpasibHble KOHTpaLEenTH-
Bbl, 3HAYMTENbHO yny4yllas rnokasaTenu 3[0pOoBba cepaey-
HO-COCYANCTOM CUCTEMbBI Y MOJIOAbIX XeHWMH ¢ MNMHA [44].

Y 60nblWKHCTBA XeHWMH ¢ MHA mMaTka MHTaKTHa, Noa-
TOMY PEKOMEH[yeMON ropMOHallbHOW 3amMeHOoW SBNSOTCA
KaK 3CTpPOreH, Tak v NporectuH. LIMKAMYecKnMin nporectuH
peKomMeHayeTcs Ana 3awmnTbl aHAOMeTpUs [8].

OednumnT TecTocTepoHa MOXKET YCUIUMBATbL CUMMNTOMATH-
Ky MHHA, noatomy cyuwecTByeT MHTEPEC K U3YYEHUIO PUCKOB
M NPeENMYLLECTB 3aMeCTUTENIbHOM TeparnumM TeCTOCTEPOHOM
B 3TOM nonynaumu. B HacTosiLiee BpeMs HeJ0CTaTOYHO [1I0Ka-
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3aTenbeTB, YTOObl PEKOMEHA0BATb AUArHOCTUKY WK neve-
HUe aedurLnTa TECTOCTEPOHA Y XKEeHLWUH, aaxe c NMHA [45].

OernapoannangpoctepoH (AM9A) — 3TO 3HAOrEeHHbIN
aHApPOreH, KOTopblM BblpabaTbiBaeTcs SIMYHUKAMKU W Haj-
noYyevyHMKamu, ydactByeT B OMNMUKYNOreHe3e SAWYHUKOB.
B oT/n4Me OT XKEHLIMH C HOPManbHbIM LMKAOM, Y NALMEHTOK
¢ MHA onpegenstotcsa 6o/1ee HU3KKME YPOBHU aHAPOCTEHANO-
Ha, OAHAKO MMEIOLLMECS Ha AaHHbIN MOMEHT UCCNeoBaHusA
He NOATBEPXKAAIOT HEOOGXOAUMOCTU PYTUHHON 3aMeCTUTENb-
HoW Tepanuu Ar3A y xeHwmH ¢ MHA [45, 46].

Mcnonb3oBaHWe NpefHM30M0Ha MAM LeKcameTa3oHa
ana nopasnenns AOA KAMHMYECKM He MoKasaHo, MoTomy
4TO OHM NOBbLIWAOT PUCK PA3BUTUS OCTEONOPO3a U ATPOreH-
Horo cuHapoma KywuHra [47].

[MocKonbKy *eHWMmHbl ¢ MHA noaBepKeHbl MOBbILWEH-
HOMY PWMCKY OCTEONOpO3a, OHU LOMIKHbI EXEAHEBHO MNpwu-
HUMaTb oT 1200 go 1500 mr Kanbums (C nuwen u gobaBKa-
Mu/npenapatamu Kanbuns) 1 1000-2000 ME ButamuHa D
[48, 49]. eHuwmHam ¢ MNMHA TaKkKe cneayeT pekoMeHaoBaTb
OTKa3 OT KypeHus, BeAeHWe aKTMBHOro obpasa KW3HU
W nogaepaHune onTMManbHOro Beca ANs YyMEHbLUEeHUs Hera-
TUBHbIX NOCNEACTBMI TMNo3cTporeHuu [8].

AKTUBHO uccnegyeTcs noTeHuMan CTBOMOBbIX KIETOK
B Tepanuu MHA. YyeHble HegaBHO COOOLMIN, YTO TPaHC-
niaHTaumMs CTBOMOBbIX KNETOK yayywaeT QYHKLMUIO SUYHM-
KOB 3a CYET YBENMYEHMS IKCNPECCHUN POACTBEHHBIX FOPMO-
HOB M NpeaoTBpalleHUs anonTo3a rpaHyne3HblX KIeToK.
B vccnegoBaHMKM Ha Mbllax U Kpbicax NOKa3aHbl ycuneHne
donnmKkynoreHesa, CHUKEHME anonTo3a rpaHyne3HbIx Kie-
TOK M Apyrue nonoxuTenbHble apdeKTbl, CBA3aHHbIE C BOC-
cTaHoBNieHneM GYyHKUMK AUYHUKOB [50]. Y4eHble ncnosnbay-
0T HECKOJIbKO BMAOB CTBOJIOBbLIX KNETOK: aMHUOTUYECKME,
noJly4eHHble 3 MEHCTPYaNbHOM KPOBMW, ME3EHXUMaNbHbIE
CTBOJIOBbIE KNETKM M3 KOCTHOIO MO3ra u Me3eHxMManbHble
CTBO/IOBbIE KJIETKM M3 NnaueHTbl [51]. OgHako Heobxoam-
Mbl AOMNOJSIHUTENbHbIE UCCNIef0BaHKS, YTOObl pa3paboTaTb
naeanbHyl0 KAETOYHYI0 Tepanuilo AN Ka)XAow nauueHT-
KM M CHU3UTb PUCK MMMYHHOIO OTBETa Ha TpaHCNIaHTH-
pOBaHHble anjoreHHble CTBOMOBbLIE KNETKU. HepaBHue
KIMHWYECKMe pes3ynbTaTbl MNOKa3blBaloT, YTO TpaHCniaH-
Tauua CTBONOBLIX KNETOK NOBbIWAaeT GPYHKLUMIO AMYHUKOB,
0 YeM CBMAETENbCTBYIOT BO30OHOBEHWE MEHCTPyaLUH,
perynimpyemblit YypOBEHb FOPMOHOB W, B PEAKMUX Ciay4asy,
cnocobHocTb 3abepeMeHeTb. Ho B AaHHble uccnepoBa-
HUS HEe BK/OYaNM NauMeHTOK ¢ ayTOMMMYHHbIMKU 3abone-
BaHWAMM, PaKOM MOJIOYHOW Kefe3bl, PakoM SUYHWUKOB,
BTOPUYHOM HELOCTAaTOYHOCTbIO SIMYHMKOB M3-3a runota-
NnaMmnyeckmx npobaem, UHOEKLMOHHbIMK 3a60neBaHUAMMU,
BKtoYasa BUY nnu renatut, n pedektamm reHos [52, 53].

BarkHOM nNpo6reMon OCTaeTcs COXpaHeHWe penpoayk-
TUBHOM GYHKLUMM NALMEHTOK, B OCOOEHHOCTM [EBOYEK.
OaHaKo BO3MOXHOCTU COXpaHeHWUs GepTUAbHOCTU Y IOHbIX
naumeHToK ¢ MHA orpaHnyYeHHbl BCELCTBUE CEKCYyanbHOM
M NCUXOCOLManbHOM He3penocTn. Ha aaHHbIM MOMEHT KpHo-
KOHCEepBaLWA TKaHW MYHUKA, TO eCTb NnofyyeHne dparmeH-
Ta KOPKOBOrO BeLLECTBa C €ro nocnegyrolwen oTCpo4eHHom
TpaHcnaaHTauMen, — meTtoa Bolbopa y npe- 1 noctnybeptat-
HblX 4€BOYEK, TaK Kak Npu UCNoNb30BaHWM AaHHOro MeToga
He TpebyeTcs NPoBEeAEHUS CTUMYNSALMU AUYHUKOB [54].

3AK/TIOYEHUE

Puck passutua MNMHY B Bo3pacTte go 40 net cocrtaBnser
1%, 1 ayTOMMMYHHbIE NPOLLECCbl MOTYT ObITb MPUYNHON OT 4
40 30% cnyvyaeB 3a6oneBaHus. AUYHUKM YaCTO CTAHOBATCSH
MULUEHbBIO AN51 ayTOMMMYHHOM aTaku, NO3ITOMY ayTOMMMYH-
Hyto npupoay MHA cnegyet paccmaTpmBaTh NPU BbIBEHUU
AOA, HanMyuu pasnn4YHbIX AYyTOMMMYHHbIX 3aboneBaHui

B aHamMHe3e unn numdoumnTapHoro oodoputa B GMONCUM.
HecMoTpsi Ha 3HAYMTENbHYIO Hay4YHYO PaboTy, TOYHas Npwu-
poAa MONEKYNSPHbIX MWULIEHEN, OTBETCTBEHHbIX 3a 3TOT
ayTOMMMYHHbIM NPOLLECC, OCTaeTCs HEACHON. MccnefoBaHus
AOA vMetoT NpoTMBOpPEYMBBLIE pedynbTaTbl, 0THACTU M3-3a
pasnnynMin B Mmetogax 06Hapy»KeHUs, reTeporeHHOCTH Nauu-
E€HTOK M KOHTPONbHbIX FPYNM, a TaKxe OTCYyTCTBUS TeCTOB
C BbICOKOM CneuudUYHOCTbI0 U HYYBCTBUTENbHOCTbIO. JTOT
daKT nantocTpupyeT NoTpe6bHOCTb B TOYHbIX AMArHOCTUYe-
CKMX WMHCTPYMEHTax Ana uaeHTuduKaumm cneumduyeckunx
@HTUIEHHbIX MULIEHEN U CBA3AHHbLIX C HUMWU ayTOaHTUTEN.

MHA MoXKeT 6bITb U30/IMPOBAHHOM, HO YaCTO acCOLUMUPO-
BaHa C ApYrMMW ayTOMMMYHHbIMK 3a60fieBaHUAMNU. BaxHO
NPUHUMaTb BO BHWMaHWE Apyrve ayTOMMMYHHble naTono-
MK BCAKWUM pas, Korga pacno3HaeTcs uau nogo3peBaeTcs
MHA, n NpoBOANTb COOTBETCTBYIOWMIA CKPUHUHI. Cneayet
OTMETUTb, YTO B HAcTosILLEe BPEMS HET TaKOM Tepanuu ayTo-
MMMYHHOM TMHA, KoTopas 6bl BocCcTaHaBAuBana QyHKLUMIO
SAMYHUKOB. Ha AgaHHbIM MOMEHT MauuMeHTKaM Heobxoauma
3amMecTuTe/lbHaa ropMoHasbHas Tepanus, Kotopas nomo-
YKET CHU3UTb TAKECTb CUMMTOMOB M PUCK OCNOXKHEHWUIN.
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OaHMM nM3 Hanbosiee HeraTMBHbIX aCrneKTOB MOCTUHAYCTPUAIbHOIro 06LjecTBa SBASETCS POCT PacrnpoCTPaHEHHOCTH
0XKMPEHUS KaK cpeamn B3POC/bIX, TaKk U CPpeaun NnalunmeHToB AETCKOro Bo3pacTta. [puYnHbl OXKMPEHUST CIOXKHbI U 1O CUX
Mop A0 KoHLa He nay4eHsbl. OHaKo yCTaHOB/IEHO, YTO B NaToreHe3e 3ab0/1eBaH1s BaXKHYH POJib UIPakT paKTopPbl OKPY-
Katolen cpelbl, BAMSKLWME Ha BbIGOP palunoHa NMUTaHWs n BUraTesibHy0 aKTMBHOCTb. MIBMEHEHUS B paLiMOHE NUTaHus
HaceneHus naaHeTbl U, B NepBYyr0 o4epedb, CPeAn AETEeNH U MOAPOCTKOB CBA3aHbl C NoMnynspu3aunei noTpebreHuns
npoAyKToB, 6oraTbiX 9HEPrmen n NoABePIKEHHbIX BbICOKOH cTeneHn 06paboTKkn. K ynbTpanepepaboTaHHbIM MPOAYKTam
TPaAULMNOHHO OTHOCAT GpacTtdys, 6e3asKorosbHbie HanuTKKU, yakoBaHHbIe ClaAKUe Uimn CcOoJieHble 3aKyCKu, X1e6006y-
JI0YHbIE U3JENINSA AINTESIbHOIr0 XpaHEHUS C GO/IbLINM KOJIMYECTBOM Pa3pbIXINTENEHN, MSCHbIE M0JypabpuKaThl U npes-
BapUTEJIbHO MPUIrOTOBJIEHHbBIE 3aMOPOKEHHbIE 611048, KOTOPbLIE UMEIOT AJIMTE/bHbINA COOK XPaHEHMS M rOTOBbLI K yIo-
TpebaeHunto. Llenbio paboTbl 6b1710 MPOBECTH aHain3 COBPEMEHHON IUTepaTypbl B OTHOLIEHMN U3YYEHUS CBSI3N MEXAY
notpebaeHnem ynbrpanepepaboTaHHbIX MPOAYKTOB U PUCKOM Pa3BUTUS OXMUPEHMUSA Y NalLMEeHTOB pPa3Horo Bo3pacTa.
CornacHo peaynbratam nccaefoBaHui, notpebaeHne yabTpanepepaboTaHHbIX MPOAYKTOB CIOCO6CTBYET POCTY Yyucaa
WHAUBMAYYMOB C M30ObITOYHOM Maccou Tesla — KaKk cpefn B3POC/biX, TaK U B JETCKOM Bo3pacTe. [lpescTaB/ieHHble
B CTaThbe AaHHble UMEIOT Ba)KHOE 3Ha4YeHue A5 Ny4lero noHMMaHus Heo6xoAMMOCTU U3MEHEHMS MOJIMTUKKU o6Lye-
CTBEHHOIr0 3paBO0OXPAaHEHMUS B 06/1aCTH NMUTaHUS, HarnpaBlE€HHOM Ha YKPENJIeHUe 340P0BbS U MPOPUIaKTUKY XPOHMYE-
CKUX HEMHEKLMOHHbIX 3a60/1€BaHNI 3@ CHET CHMIKEHUS 40IM NOTpebieHus yabTpanepepaboTaHHbIX MPOAYKTOB cpeamn
JeTen 1 nogpoCcTKOB.
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Ultra-Processed Foods and Their Role in Obesity Development

Increasing prevalence of obesity in both adults and children is one of the most negative aspects of post-industrial society.
The causes of obesity are complicated and still are not investigated well. However, it has been established that environmental
factors affecting dietary choices and motor activity are crucial in this disease pathogenesis. Changing diets among world’s
population, and primarily among children and adolescents, are associated with popularization of the consumption of energy-
rich foods undergoing high degree processing. Ultra-processed foods traditionally include fast food, soft drinks, packaged
sweet or salty snacks, non-perishable bakery products with big amount of baking powders, self-service meats, and pre-
prepared frozen dishes that have long shelf life and are ready-to-eat. The aim of the study was to analyze current literature
regarding relationship between ultra-processed foods consumption and obesity development risk in patients of different ages.
Consumption of ultra-processed foods contributes to increase in the number of overweight individuals (both among adults
and children), according to research. The data presented in the study is crucial for better understanding of the need for public
health nutrition policy changes to promote health and prevent chronic noncommunicable diseases by reducing the proportion
of ultra-processed foods consumed among children and adolescents.
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OB30P JINTEPATYPbI

PocT pacnpocTpaHeHHOCTU OXWMPEHUS CPean KuTenen
Hallen NnaHeTbl ABASETCA OAHOM U3 Hanbonee aKTyalbHbIX
npo6nem 3apaBooxpaHeHns B XX| B. BaKHOW HeraTMBHOM
TEHEHLMEN MOXKHO CYMTaTb YBE/IMYEHME YACTOTbl M36bl-
TOYHOW Macchl Tefla cpeau NauMeHTOB [EeTCKOro Bo3pacTa
[1-4]. B CLUA 19,3% peTer M NOAPOCTKOB CTpafatoT OXKK-
peHWEM, B CBOI o4yepedb, B €BPOMENCKMX CTpaHax pac-
NPOCTPaHEHHOCTb OXXUPEHUs cocTaBnsgeT oT 9 go 13% [5, 6].
OXKMpeHWe B IETCKOM M MOAPOCTKOBOM BO3pacTe, ABNAsCh
NPUYUHOWM BOCMANEHUS HU3KOW MHTEHCMBHOCTH, BbICTYNaeT
BaXXHbIM (GAKTOPOM, Y4YacTBYIOLIMM B Pa3BUTUM XPOHMYE-
CKMX HEWHPEKUMOHHbIX 3ab6ofieBaHWi, KOTOpble paHblie
paccMaTpuBalNCh KaK XxapaKTepHble NWLIb A1 B3POCIOon
nonynsuMu: apTepuanbHas runepTeH3uns, caxapHbolit anabet
2-ro TMna, MeTabo/IMYECKN acCoLMMpOBaHHaAs KuMpoBas
6051e3Hb neveHn v np. [7, 8]. MPUYUHBI OXKMPEHUSA CIIOMKHbI
M A0 CUX NMOP A0 KOHLA He M3yyeHbl. OaHaKO YyCTaHOBIEHO,
4TO B NaToreHese 3a60neBaHUS BaXKHYIO POJib UrpatoT dak-
TOPbl OKPYKaloLLEN cpeabl, BAUSIOUME HA BbIGOP pauluoHa
NMUTaHUS U ABUraTeNbHYIO0 aKTUBHOCTb NauuneHTa [1].

Ha cerogHa pa3paboTaHa KnaccuduKauusa MNULLEBbIX
NPOAYKTOB B 3aBMCUMOCTM OT CTEMEHU MX 06PaBGOTKU —
OT MUHUManbHOM A0 BbicOKOW. NOVA — Haubonee 4acto
ucnonb3yemMas cucTema KiaccubuKauunm npoayKkToB, noa-
BEPrInXCcs pasIM4HON cTeneHn 06paboTku, Gbina BNepBbIE
npeanoxeHa B 2009 r., 3aTeM gopaboTaHa B 2016 T. 1 ¢ Tex
nop npuHaTa KomMuTeTOM NpPOAOBONLCTBUSA M CEbCKOrO
xo3ancTtBa OpraHusaunn O6beamHeHHbix Hauuin. NOVA pas-
LenseT NPOAYKTbl MUTaHWS Ha OfHY M3 YeTbipex rpynmn,
MCXOAS U3 CTEMNEHU U Lienn 06paboTKK, a He U3 CofepKaHums
nuTaTe/IbHbIX BELLECTB:

e rpynna 1 — Heob6paboTaHHbIE UM MUHUMAJIbHO 06pa-
60TaHHble NPOAYKTbI (CBEXMNE PPYKTbl M OBOLLM, BOAA);
° rpynna 2 — o6pa6oTaHHble UHIPEAWEHTbI AN NPUrOTOB-

JIEHMS NULLKM (Macno, MyKa, caxap);

e rpynnbl 3 — o6paboTaHHble NPOAYKTbl (HEKOTOPbIE KOH-

CepPBUPOBaHHble GPYKTbI, OBOLLM UK MSICO);

e rpynna 4 — ynbTpanepepabotaHHble NpoayKTbl (YII)

(ynmakoBaHHbIE YMMChI, Me4YeHbe, roToBble 6ntoaa v T.A4.)

[9, 10].

Bepnetcs 60nblloe KOAMYECTBO AWCKYCCUM O TPYAHO-
CTSX, C KOTOPbIMKU CTaJIKMBAIOTCH MCcnefoBaTeNn Npu npu-
MEHEHMW [aHHOM KnaccuduKauuum B CBOMX paboTax, Tak
KaK psia NPOAYKTOB NUTAHUS NOTEHLMANbHO MOXHO OTHECTH
K HecKonbKkuMm rpynnam. K YT TpaguUMOHHO OTHOCAT dacT-
dyabl, 6e3aNKorofibHble HamnWTKKU, YNakKoBaHHble clagkue
WM CONEHbIE 3aKYCKM, yNaKOBaHHbIN X1e6 1 6y104KKN Macco-
BOro NPOU3BOACTBA, MSACHblEe nonydabpuKaThl U NpeaBapwu-
TeNlbHO MPWUrOTOB/IEHHbIE 3aMOPOXKEHHbIE 6Mt04a, KOTopble
UMEIOT ANWUTENbHBIA CPOK XPaHEHWS W FOTOBbI K ynoTpe-
6neHuto. NpoBognmas 06paboTKa NPOAYKTOB HanpaBieHa
Ha TO, 4TOGbl MOBbLICMTb MX NPWUBJIEKATENbHOCTL A9 NoTpe-
61TEeNS 3a CYET YCUIIEHWS apoMarTa, LiBeTa U BKyca. BaxHbIM
daKTOpOM AABNAETCA TaKKe IKOHOMUYECKNUI aCMNeKT, y4uTbl-
Basd, 4yto Y[ TpebyloT HU3KUX NPOU3BOACTBEHHbIX 3aTpaT
M MMEIOT GONbLUMI CPOK XPaAHEHMS MO CPaBHEHWIO C HaTy-
panbHbIMU UK MUHUMaNbHO 06paboTaHHbIMKM NPOAYKTaMM
NUTaHUS UK NULLEBBLIMKU MHTPeaneHTaMuK. YI06CTBO U Npak-
TnyHocTb YII, a TaKkXe CTUMynuMpoBaHue NoTpebrieHus
nocpeacTBOM Halu4yus MU MacCOBOM peKnambl, 0CO6EHHO
HanpaB/eHHOW Ha AeTeN 1 MOAPOCTKOB, BbICOKas BKycoBas
NnpvB/IEKaTENbHOCTb ABASIOTCA OTAr4yalWwnmMmn bakTopamu,
KOTOpblE CMOCOGCTBYIOT POCTY NOTPeGAEHNUS AaHHbIX MPO-
ayktos [10, 11].

M3meHeHns B paLMoHe MUTaHWUA HaceNeHUs MnaHeThl
W, B NEPBYIO 04epeab, Cpean eTel U NOAPOCTKOB Ha COBpe-
MEHHOM 3Tane cBfi3aHbl C nonyasapusauunein notpebneHms

NpPoAyKTOB, 60raTbix SHEPrMEN U NOABEPKEHHbLIX BbICOKOM

cTeneHu 06paboTku. Tak, B xoae HauMoHanbHOro nccneno-

BaHWs NO U3y4yeHuto 3aopoBbs 1 nutaHnsa (NHANES) 6bi10

yCTaHOBNEHO, YTO B TeyeHune 2013-2016 rr. npumMepHO

37% B3pOCNbIX aMEepPUKaHLIEB €eXeAHEeBHO ynoTpebnsanu

dactdya [12].

MuweBble NPOAYKTbl U XapaKTep MWTaHWS OKa3blBaloT
perynvpytollee BAUSIHUE Ha COCTOSIHWE 3[0POBbS Hacese-
HUS W, cnefoBaTeNbHO, Ha MoKasaTenn 3a60/1eBaeMOCTH
XPOHWYECKOM HEUHDEKLMOHHOW MnaTonornen. YBenunyeHwe
o6bema Y[ B MMPOBLIX MOCTaBKax MPOAOBObLCTBUSA
COBMaso C POCTOM PAacnpPOCTPaHEHHOCTHN OXMPEHMS K acco-
LMMPOBAHHOM C HUM naTtonoruu [13].

OaHaKo MexaHW3Mbl, KOTOpble MOryT O6bSCHWUTL BIMUS-
HWe notpebnexns YMI Ha cocTosAHWE 340POBbSA YenoBekKa,
OCTaloTCH He [10 KOHLL@ YCTaHOBEHHbIMU.

B uenom Y[ 6onee KanopuiHbl, coaeprat 60/blIoe
KONM4yecTBO padUHMPOBAHHbLIX YrMEeBOAOB, HacCbIULEHHbIX
W TPAHCHKMPOB, CHUXKEHHOE COAEPKAHUE KNIETHATKM; TaKKe
B WX COCTaB BXOAAT AOMOJIHUTENbHbIE caxapa W HaTpui.
MosiBnseTcss Bce 6GoOnblue MCCAeaoBaHWM, MOCBSLLEHHbIX
M3YYEHMIO MEXaHM3MOB, 3a c4eT KoTopbix YT MOryT oKasbl-
BaTb HEraTMBHOE BIMSIHWE Ha 3[0POBbE YENOBEKA M KOTO-
pble BK/OYatoT B ce6s:

° yBe/MyeHue o6LLero NoTpebneHns sHeprum n3-3a yBe-
JINYEHUS pa3mMepa MopLMI 1 BbICOKOW KaNopPUMHOCTH;

® W3MEHEHWS B YCBOEHMWM MULLM N3-3a HapyLleHWs c6anaH-
CMPOBAHHOCTM paLMOHa, MOBbLILWEHHOrO CoAepXKaHus
COJIM, caxapa W HacCbILLIEHHbIX XMPOB B NPOAYKTaXx;

® MOBbILWIEHWE TTIMKEMWYECKOIO MHAEKCA, Pa3BUTUE PE3U-
CTEHTHOCTHU K MHCY/IMHY M OKUCIUTENIbHOMO CTPEcCa;

° pasBUTME BOCMANEHUS KULIEYHWKA, BUSHME Ha €ro
MUKPOOUOTY U CBSI3aHHbIW C 3TUM MeTabonmam [9-11].
MccnepoBaHns COBPEMEHHBLIX MoAeNen NUTaHUS cpe-

[I1 HaceneHus pasNMyHblX PEMMOHOB MAHETbl YKa3biBatoT

Ha pocT notpebneHuns YII 1 Ha BaKHYIO UX PO/b B 06LEM

KONM4YecTBe MOTPe6NaeMon eeAHEBHO 3JHeprun. Takxke

BbISiBfIeHa TEHAEHLMSA K COKPALLEHMIO UM BO MHOTUX Cllyya-

X — 3aMeHe noTpebneHnsa TpaauunoHHbIxX 6atog Y [14].
HeraTnBHOEe BAMSIHWE Ha COCTOSIHWE 3[0POBbS MOTpe-

6nenus YII cpeay B3pOCNOro HaceneHms Ha CerogHsaWHnm

[leHb YCTAHOBNEHO — PS4 KJMHUYECKUX MCCedoBaHUM

BbISIBU/1 CBA3b MEXAY BbICOKMM notpebnerHunem YT 1 noBbl-

LWEHHbIM PUCKOM M36bLITOYHOM MacCChl Tenla n OXUpeHus [15,

16]. OgHaKo B AETCKOW KoropTe nauMeHToB JaHHas CBA3b

He B NOSIHOM Mepe NoATBEPXKAEHA, a UCCNefoBaHUS No 3T0-

My BOMPOCY OCTalOTCA €AUHUYHBbIMMU.

Llenbto paboTbl 6bII0 NPOBECTM aHaNM3 COBPEMEHHOM
nMTepaTypbl B OTHOLWIEHWUU M3YYEHUS CBA3M MeXay notpe-
6neHneM YMI 1 pUCKOM pasBUTUS OXKMPEHUS Y NaLMEHTOB
pa3Horo Bo3pacra.

B xoae aHanusa peaynbtatoB onpoca China Health and
Nutrition, npoBegeHHOro cpeaun B3pocbix B 1997-2015 rr.,
YCT@HOBJIEHO, 4YTO 3a JaHHbIA BPEMEHHOM Nepuoa noTpebne-
Hue YIIN cpean Kutanues yBennymnocs B 4 pasza [17].

B cBoer pabote M. Dinu v coaBT. ndyyanu notpebnexHve
YN cpean B3POCNbIX UTaNbSHLEB, Habnoaas 3HauYnmyto
06paTHYl0 CBS3b MEXy MPUBEPKEHHOCTbIO CPEAN3EMHO-
mMopcKon anete (MedDiet) n cogepxaHvem B paLMoHe npo-
[YKTOB rny6okoun nepepaboTku [5].

MMpoaHanu3npoBaB AaHHble 8688 ONpPOLWEHHbIX
M3 UTaNbSAHCKOro UCCNEeAOBaHUSA U3YYEHUS MUTAHUS U 310-
poBbs (INHES), M. Bonaccio n coaBT. yCTaHOBW/IN, YTO Te
PECMOHAEHTbI, KOTOpble MPUHWMANM Nuuly NO34HO, noTpe-
6nanM 6onblunin obbem YII M pexe nNpuaepuBanucb
MedDiet oTHOCUTENBHO TEX, KTO MpuMHWMan nuuy B 6onee
paHHWe 4acbl [18]. J. Konieczna v coaBT. npu o6cneno-



BaHUM 5867 NOXKWNbIX Ntoaen ¢ M36bITOYHOM Maccor Tena
WK OXKMPEHWEM, METABOIMYECKMM CUHAPOMOM, YHacTBOBaB-
lwmx B uccnegosaHmm PREDIMED-Plus, ycTaHOBWIIX, YTO NOBbI-
leHne exxeaHeBHoro notpebnenus YMIM Ha 10% B TeyeHue
roaa 6bl710 CBA3aHO C POCTOM YPOBHS GMOMapKepPOB MeTabo-
JINYECKM acCOLMMPOBAHHOM XNPOBOKM 60/1e3HM nevenn [19].

B cuctematnyeckom o63ope S.P. Mambrini 1 coaBT. oue-
HUNK CBA3b Mexay notpebneHnem Y n yacTtoTon pasBu-
TUS OXKUPEHUA M KapanomeTabonnyecknx GakTopoB pUcKa.
AHanna 17 uccnegoBaHui nokasan, 4to notpebnenune YII
CBS13@HO C NOBbILIEHWEM PUCKA Pa3BUTUSA OXMpeHus. bonee
OrpaHUYeHHbIMW OblNM AaHHble O CBA3KW MCMNOSb30BaHMA
B paLMOHe NUTaHUsA paccMaTpMBaAEMbIX MPOAYKTOB M MOBbI-
LeHMsa KapaMomMeTabonyeckoro pucka. Tak, 60bLWKNHCTBO
ncecnenoBaHMn coobutanu, 4to notpednexHune YII conps-
KEHO C MOBbIWEHHbIM PUCKOM Pa3BUTUSA FTMNEPTOHUYECKOWM
60ne3Hu, caxapHoro anaberta u aucamnuaemmun [20].

CnenyeTt OoTMETUTb, YTO B GO/bLUIMHCTBE UCCNea0BaHUN,
n3yvamlwmnx BausHue ynotpebnenua Y Ha cocTosiHue
3[0POBbSl, UCMOSb3YEeTCH YNPOLLEHHbIA MNOAXO0[, KOTOPbIN
oKycupyeTcs To/IbKO Ha noTpebneHuun YT n He y4uTbiBaeT
adpPeKT 3ameleHns NULLeBbIX MPOAYKTOB. HeobxoamMmo
NOHMMaTb, YTO MPOAYKTbl NPEeACTaBAAOT COGOM CNOXKHbIE
KOMOGWHALMKW NUTaTeNbHbIX BELECTB W APYrnx coeauHe-
HWUI, KOTOPble AENCTBYIOT CUHEPIMYECKM KaK BHYTPU Nulle-
BblIX KOMOUHALWK, TaK U Mexay cobon. MoTpebnerHne YN
B pauuoHax, cbanaHCMpPOBaHHbIX MO KaNoOpPUMHOCTK U NUTa-
TeNbHbIM BELLECTBAM, MOXET HE MMETb TaKOro e HeraTtuB-
Horo addeKTa, Kak NP1 BbICOKOKAOPUNHOM NMUTAHUK.

TaK, Ha OCHOBaHWMWM pe3ynbTaToB UCCefoBaHUA
R.A. Stewart 1 coaBT., KOTopoe BKto4Yano 15 482 B3pocC/bix
nauueHTa co cTabuibHOM UILEMUYECKON 60Ne3HbI0 cepaua
n3 39 cTpaH, aBTOpbl AenalT BbiBOA, 4TO NoTpebieHue
NPOAYKTOB, TUMUYHBIX ANS 3anagHoW aueTbl, 6oraton YII,
He CBfI3aHO C MOBbILEHHbIM PUCKOM Pa3BUTUS CepaeyHo-
cocyaucTbix 3aboneBaHnin npu gobasneHnn nx B MedDiet.
Taknm 06pa3om, aKTUBHOE MNoTpebrieHne 340POBOM MULLK
MOXeT OblTb 60Jsiee BaxHbIM GaKTOPOM AN BTOPUYHOM
npodUNaKTUKK UlleMnYecKorn 60ne3Hn cepala, Yem OoTKas
OT MEeHee 3[10pOBOM MULLK, TUMMYHOM ANa 3anagHoro paum-
OHa nuTaHua [21].

B cBol o4yepeab, UMelollMecs B HacTosilee BpeMs
NOKYMEHTUPOBAHHbIE aHHbIE O CBA3M MEXAY NOTPeBNeHU-
em YN 1 pa3dBUTUEM OXKUPEHUA Y IETEN M MOAPOCTKOB Orpa-
HWYEHHbl U HEOAHOPOAHbI. [JeTCTBO M IOHOCTb — 3TO da3bl
4enoBEeYEeCKOM MW3HW, CBA3aHHble C aKTUBHbIM POCTOM
1 yBenMyeHnem ob6bema TKaHen opraHnama, Yto NpuBoaAUT
K NOBbILWEHUIO pacxoa 3HEPrun U MeTaboNIMYEeCKOM aKTUB-
HocTH. lMpouecchl, NpoTeKkatole B OpraHu3mMe B [laHHbIN
nepuoa *W3HW, MOTYT B HEKOTOPOW CTEMNEeHU OTCPOYUTb
WUAn KomneHcupoBatb BAnsHKe YT Ha noKasaTenu Macchl
M o6bema upa, a TaKKe MOryT cTaTb MPUYUHOM OTCYT-
CTBUS MOJIOXKUTENIbHOW CBA3K Mexay notpebneHuvem YII
W HaKOMMEHWEM WPOBOW TKAHU WM W36LITOYHOW MaccChl
Tena, o6HapyXeHHOW B HEKOTOPbIX KIMHUYECKMUX UCCNeao-
BaHusax [14].

KpynHoe npocneKkTMBHOE KOropTHOE UccneaoBaHue Avon
Longitudinal Study of Parents and Children (ALSPAC), npose-
[EeHHoe B loro-3anagHon AHrauu, BKaoyano 9025 pgeten,
KOTOpble Haxoaunucb noa HabnwgeHneM B BO3pacTe
oT 7 po 24 net. MeavaHa nepvoaa HabnoaeHUs coctaBuna
10,2 roga. CpeaHee notpebneHue YN Ha Ha4anbHOM 3Tane
nccnenoBaHus coctaBuno 23,2%. Cpean Tex, KTo Haxoauncs
B CaMOM BbICOKOM KBMHTUE noTpebnenuns YII, no cpas-
HEHWIO C AEeTbMW B CaMOM HW3KOM KBWHTWUIE MoKasaTenu
nHaekca maccbl Tena (MMT) n nHaeKca *UpPOBOW TKaHWU yBe-
nM4ymnBanucb gononHutTenbHo Ha 0,06 1 Ha 0,03 B rog cooT-

BETCTBEHHO; Macca — Ha 0,2 Kr B rofl; OKPY»KHOCTb Taiun —
Ha 0,17 cm B roa. Pesynbtathl MCCeaoBaHMA NOKa3blBaloT,
410 60siee BbicOKoe noTpebneHne YII cBs3aHo ¢ 6onee
BblpaXKEHHbIM POCTOM OXKUPEHUS, HaYMHAIOLWLErocs ¢ nepwm-
ofa [feTcTBa M NpojosKatlowerocs B MOAOLOM Bo3pacTe.
ABTOpPbI NPUXOAAT K BbIBOAY, YTO AN CHWXKEHUS TEMMOoB
pocTa pacnpoCTPaHEHHOCTU OXMPEHUS BO BCEM MUpE CO
CTOPOHbl MEXAYHapOAHbIX WMHCTUTYTOB 34PaBOOXPaHEeHUs
Heo6X0AMMO BBeAeHWe Mep, KoTopble 6yayT CTUMYNMpO-
BaTb NOTpebneHne MUHUMaNbHO 06paboTaHHbIX MPOAYKTOB
W NpenaTcTBoBaTh Mcnonb3osaHuio Y — B nepsyto oye-
penb, Cpeam AeTCKOro HaceneHums [22].

B HepaBHen pabote W.J. Heerman u coaBT. npu npo-
BeAEeHMM NPOCMNEKTUBHOIO KOrOPTHOrO aHanun3a c y4actuem
595 netei B Bo3pacTe oT 340 5 NeTyCcTaHOBEHO, YTOy AETEN
B Bo3pacTe 3 n 4 neT, HO He B Bo3pacTe 5 N1IeT NoBbIWEHHOEe
notpe6neHue YIIM 6bino cBA3aHO ¢ 6onee BbiICOKUM UMT
npu 36-mecsa4yHom nepuoge HabnwgeHun. ABTOpbl yKa-
3bIBAlOT, YTO Ha Maccy pebGeHKa MOryT B/MATb HEe TOMbKO
obLllee KONMYECTBO €XeAHEBHO MNOTPebaseMblX Kalopuin
B 06LEM paLMnOoHe, HO M A0S CYTOYHbIX Kanopui, NosyyeH-
HbIX 13 YN [23].

B HepaBHeM MeTaaHanM3e, B KOTOPbIA OblI0 BKIIO-
yeHo 43 Hab6nopaTenbHblix UccnegoBanusa (N = 891 723),
yCTaHOB/EHO, 4TO noTpebneHune YT cBA3aHO C NOBbILWEH-
HbIM PUCKOM pPa3BUTUSA M36LITOYHOM Macchbl Tena, CMepTH,
MeTabo/IM4EeCKOro CMHAPOMa W Aenpeccun y B3POCHbIX.
Kpome Toro, notpe6nenue YN 6b110 CBA3AHO C pa3BUTUEM
Kapanometabonmyecknx 3aboneBaHui, cnabocTblo, QyHK-
LIMOHANbHbIMW FaCTPOUHTECTUHAIbHBIMX pPacCTPONCTBaMMU
M OHKOIOMMYECKOM NaToNOrMen y B3POCbIX, @ TaKKe C MeTa-
60/IM4ECKUM CUHLPOMOM Y NOAPOCTKOB M AUCAUNUAEMUEN
y Aeten [14].

B xofe HaunoHanbHOro nccnefoBaHUs OLEHKU COCTOS-
HWS 300POBbS U XapaKkTepa nuTaHus, npoBegeHHoro B CLUA
3a nepuoa 2011-2016 rr., o6¢cnegoBaHbl 5804 pebeHKa.
YCcTaHOBMIEHO, YTO YyMEHbLIEHUE B paumoHe gonu YNNI npuse-
110 K CHUXKeHMo UMT, 4acToTbl pa3BUTUS M36bITOYHOW MacChl
Tena u OXXUpeHua cpeam geTen n noapocTKoB. ABTOpbI Aena-
10T BbIBOJ, YTO COKpalweHue notpebnenuns YII B paunoHe
AeTeN MOXET CyLeCTBEHHO CHU3UTb YPOBEHb AETCKOIO OXKMK-
penusa B CLLA [24].

B npoBegeHHoM uccnegosaHuu E. Ruggiero n coasT.
oueHnBanu xapakTtep nutaHua 9078 uTanbsHUEB B BO3-
pacTe oT 5 no 97 net 3a nepuog 2010-2013 rr. CpeaHee
notpebneHne aHeprun u3 YMIM coctaBuno 17,3% cpeau
B3pocnbiXx n 25,9% y geten M noapocTtkoB. OCHOBHbIMMU
nctoyHnkamum YMIM 6binn o6paboTaHHoe MsAco (32,5%)
1 3aMeHuTenn xneba (16,7%). Ans Bcex BO3pacToB co6/110-
neHve MedDiet 6b110 06paTHO NPONOPLUOHANbHO NoTpe-
6nenuto YII. ABTOopbl NpeanonaratoT, 4To 605ee CTporoe
cobnogeHne MedDiet, BOBMOXHO, NPUBEAET K CHUMKEHUIO
notpe6nenus YImn [25].

HecKonbKo KpynHbIX uCCneaoBaHui, OLEeHUBaIOLWNUX BK-
aHue notpebneHua YII Ha cocTosiHMe 340POBbS AETCKO-
ro Hacenexusl, nposegeHo B bpasunuun. TaK, B KpynHom
nonepeyHomMm uccnegoBaHmMu ¢ ydactmem 492 630 peten
B BO3pacTe oT 2 A0 9 neT U3 pasHblXx pernoHos bpasunuu
yCTaHOBJ/IEH BbICOKMM ypoBeHb notpebneHuem YII cpeau
[LETCKOro HaceneHus ctpaHbl. Hanbonee 4acTbiM cpean Bcex
YII 66110 noTpebaeHne cnagkux ra3MpoBaHHbIX HAMUTKOB
[26]. Cxoxkne faHHble MnoflyyeHbl MO pesynbrataM uccne-
posaHus D.A. Nicolau u coaBT., B KOTOPOM pacnpocTtpa-
HEHHOCTb eXeaHeBHOro notpebdnerHusa YIMI nogpocTkamu
B CaH-lMayny B 2017 r. coctaBuna 64%, a raampoBaHHbIX
cnafikux HanutkoB — 16,2% [27]. B elle ogHOM KpyrnHOM
NoNynsLMOHHOM MCCEeA0BaHNM, MOCBSALLEHHOM WM3YYEHUIO
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COCTOSIHMS 340POBbS LWKONbHWKOB bpasunuu, npoBegeH-
HoM B 2015 r. (PeNSE-2015), BbIiBNEHO, 4TO pacnpocTpa-
HeHHocTb notpe6nernuns YMIM cpean 16 324 noapoOCTKOB
coctaBuna 75,4%. YctaHoBneHbl 9 ¢daKTOpoB, He3aBW-
CMMO BAMSAIOWMX Ha NOBblWEHME oO6beMa NoTpebneHus
YMM: Bo3pacTt go 15 net, eeaHeBHOe BPEMS CUOEHUSA
6onee YeTbipex 4acoB, NpMemM MUK BO BPEMS NPOCMOTPa
TeneBnM3opa unu y4ebbl 6osee 4YeTblpex AHEN B Heaento,
exeHeBHOE Bpemsi NpocmoTpa Tenesu3opa 6onee Tpex
4acoB, YacToTa 3aBTpaka MeHee YeTblpex AHEN B HeJento,
HanMyne mMobunbHOro TenedoHa, oTCyTCTBME 06pa3oBaHums
y Martepu, oby4yeHue B 4HaCTHOWM LIKOME, PacnooKEHHOM
B FOPOACKOM MECTHOCTU. Pe3ynbraTtbl paboTbl yKasbiBatoT
Ha Ba)XHOCTb MPUHATUSA 340POBbLIX MoAenew noseaeHus
ONa NeTel Kak B LWKOMe, Tak U B JlOMalLHKX ycnoBuax [28].
B cBoto oyepepab, B uccnegosarue |I.S. de Melo n coaBT.
6bln BKAOYEHbI 249 NOAPOCTKOB, CPeAHUI BO3paACT KOTO-
pbix cocTaBun 16 nert. MNoTpebneHne MMHMManbLHO 06pabo-
TaHHbIX MPOAYKTOB MMENO 06paTHYIO CBA3b C U3GLITOYHOWM
maccow Tena. OgHako, HECMOTPS Ha TO, YTO MoTpebneHne
YMI He 6bIN0 4OCTOBEPHO CBA3AHO C U30bLITOYHOM MaCCOM
Tena, BbICOKMM apTepuanbHbiM JaBNEeHUEM U YBENUYEHUEM
OKPYXHOCTU Tanuu, 46,2% o6cnefoBaHHbIX NMOAPOCTKOB
coobWMnNK, YTO eAsAT AaHHble MPOAYKTbl 4alle, 4eM pas
B Hegento [29]. UccnenoBaHue, npoBeaeHHoe M.L. Louzada
n coaBT. B 2008-2009 rr. ¢ yyactnem 30 243 6pa3unbLieB
B Bo3pacTe > 10 neT, N0O3BOANIO YCTAHOBUTb, YTO Cpeau
o6cnepoBaHHbIX YT coctaBunn 30% ot obuiero notpebne-
HWMS aHeprun. Te yH4acTHWUKK, KOTopble NOTPebnsan 60nbluoe
Konundectso Y, umenn goctoBepHo 60osee BbiCOKMn UMT
N 60nee BbICOKMN PUCK Pa3BUTUSA M3ObITOYHOM MaccChl Tena
N OXKMPEHMS MO CPaBHEHUIO C TEMU, KTO NOTpebnsn manoe
konuyectso YNNI [30].

B Xxoge wucnaHckoro wuccnepoBaHus o6cneaoBaHbl
386 geTen, cpeaHUit BO3pacT KOTopbix cocTaBun 5,3 roaa.
AHanuM3 nUWEeBOro pauuoHa MO3BOAWA  YCTAHOBUTD,
yto 74,4% cemen npuaepxuBanucb MedDiet B Kopmne-
HUK cBoux aeten. B uenom 32,2% oT obuiero notpebne-
HUA 3Heprun npuxogunocb Ha YMI. Mpu atom 6Gonblias
npuBepxeHHocTb MedDiet cooTBeTCTBOBasa CHUXKEHHOMY
notpe6nenunto YMI. ABTopbl AenatoT BbIBOA, 4YTO coboae-
HWe TpaguumoHHon MedDiet o6paTHO MNponopuMOHaNbHO
notpebnenunto aHeprun us YMIM. Heobxoauma paspaboTKa
cTpaTernv 34paBOOXpPaHEeHUst ANs yCUeHus cobntogeHus
MedDiet pgowKonbHUMKaMK, a Takxe ANs peryiMpoBaHus
npPo13BOACTBA, MapKeTuHra n peknamsl YN [31, 32].

Taknum 06pa3om, cpean HaceNeHUss MHOXecTBa CTpaH
oTMeYaeTcs OTYeTInBas TEHAEHUMS K YBENWYeHWIo [JoNu
YMIM B pauuMoHe nutaHusa B ywepob noTpebneHmnIo CBEXMX
MM MUHUMaNbHO o6paboTaHHbIX MNpoAykToB. CornacHo
pesynbTaTamM KAWHUYECKUX WUCCNEefOoBaHUN, B COYETaAHUU
C Apyrumu dakTopamMun pUcKa, TaKUMK KaK CHUXeHne dnsn-
4ECKOM aKTUBHOCTH, MaNoNoABMKHbIV 06pa3 KU3HW, NOTpe-
6neHue YII crnoco6CTBYeT POCTY OXUPEHUA KaK cpeau
B3POC/IOro HaceneHus, Tak U B AeTCKOM Bo3pacTte. Mexay
TeEM ecin BO B3POCNOM MOMyNSaLMU CBA3b MOBbILEHHOMO
notpe6nenusa YIMIM n pocta 4acToTbl Pa3BUTUSA OXKUPEHUS
[lOKasaHa, TO AaHHble, MOATBEPXKAAlOWME CBSA3b MEeXAy
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CrexkunHa EneHa BMKTOpOBHa, KaHaMAAT MeAULIMHCKUX HayK, [OLEHT Kadeapbl GaKynbTETCKOM U NONUKAMHUYECKOW NeanaTpum ¢ KypcoM neamatpun
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Appec: 390026, Pa3aHb, yn. BoicokoBonbTHas, 4. 9, Ten.: +7 (910) 504-51-71, e-mail: polus1972@yandex.ru

Kopb — o0CTpoe BbICOKOKOHTarMo3Hoe BHPYCHOe 3aboseBaHue, fnepejanlieecs BO3AYLWHO-KanesabHbIM MyTEM.
3abos1eBaeMoCTb KOpbio B ce3oHe 2023-2024 rr. B 127 pa3 npeBbicuaa rnokasaresab ce3oHa 2022-2023 rr. Takue
rnoKasatesim — cepbe3Hasi colunaabHas npobaemMa, TaK Kak Kopb IBASETCS KapaHTUHHON MHPEKLUMen. OnUucaHue Kin-
HMYecKoro cay4asi. MasibynK OT NATON 6epeMeHHOCTH, MATbIX poAoB, 7/9 6asnoB no wkane APGAR, macca Tena —
4100 r, ganHa Tena — 55 cm. AKylwepckuit aHaMmHes He oTsroweH. Pe6eHoK poc U pa3BuBaJiCs COracHO BO3PaCcTHbIM
HopMaM B CEMbE, I4€ AETH OT KOPU HE npnBuBaanchb. Ha 4-m v 5-m Mec u3Hn nepebosesn oCTpbiM GPOHXUTOM M BHE-
60/1bHUYHOM NMHEBMOHMEN. [aLneHT 3a60/1e/1 KOpbIo M0C/IE CEMEMHOr0 KOHTaKTa B Bo3pacTte 5,5 mec ¢ TUMUYHbIMU
cumnTomamu. Yepes 2 Hep pebeHoK noctynua B TKB N2 11 r. Pa3aHu ¢ guarHo3om: «Kopb, Tunn4yHas opma, Tskenas
CTErneHb, HernaaKoe TeYeHMe», rje BO3HMUKJ/I0 OCI0KHEHNE B BUAE BTOPUYHOM ECTPYKTUBHON MHEBMOHMK. Yepe3 mecsy
OT HayaJia KopH B NpaBoOM J1erKoM 6blJin COOPMMPOBaHbI MHOrOYUC/IEHHbIE 6Y/1/1bl. PE6EHOK Haxoan/ics Ha MOCTOSIHHOM
pecnupaTtopHoOH NojAepKKe MeToAOM MCKYCCTBEHHOW BEHTUAAUMU Nerkux. Yepes 5,5 mec oT Hayasna 3aboseBaHus
6bi1 nepeBegeH B PAK6 — ¢unnan PHUMY um H.U. lNMnporosa (. MockBa) A5 Aa/ibHENLIErO I€YEHUS C AUArHO30M:
«[THEBMOHMSI ABYXCTOPOHHSISA, TAXKE/0Ee TEYEHUE, OC/IOKHEHHAas AEeCTPpyKuuen crnpasar. [1poBOAMANCH APEHMPOBaHMe
6y/1J1, TOPaKOCKOMUYECKasl pe3eKLUnsi KUCT BEPXHEN 01 MpaBoro Aerkoro. B nociaeonepawmoHHom nepuoge pebeHoK
BepHyncsa B OAKB mum. H.B. imutpneBoi (r. Pa3aHb) 6€3 M0JI0KNTEe/IbHON AMHAMUKM, C COXpaHeHMeM HeobXxoAuMOoCTH
MOCTOSIHHOM PEeCrnUpPaTopHON MOAAENPKKMU (Hepeld TpaxeoCcToMy), pa3BUTUEM TSXKEJI0U 6E/IKOBO-3HEPIreTUYECKON Hel0-
CTaTOYHOCTM M MMOJMOPraHHoON HEeAOCTaTOYHOCTH, YTO B KOHEYHOM MTOre MpMBEJSI0 K CMEPTH NauueHTa B BO3pacTe
1,5 net. 3aknw4yeHme. [Jety NepBoro roga KM3HuU OTHOCSITCS K FPyrre pucKa rno TSKe/I0My TEYeHMI0 KOPU U3-3a OTCYT-
CTBMS aAanTUBHOIO MMMYHMTETA, GOPMUPYIOLIEroCs Nocae BaKUMHaLMM.

KnioueBblie cnoBa: €TH, KOPb, OC/0KHEHMS, MTHEBMOHMUS, PECNIMPATOPHAsS NOAAEPKKaA

Ansa yntupoBaHus: CtexxkuHa E.B., benbix H.A., JlioxuH M.HO., CmupHoBa B.B., ®okuyeBa H.H., lTopsyes B.B., AranoBa A.A.,
YnbsiHoB K.W., Kazapos [.M., YannaHoBa A.B. Kopb, 0CNOXHMUBLUAACA AECTPYKTUBHOM MHEBMOHWEN, Y NALMEHTA NEPBOro
roaa usHu. lMegnatpudecKkas papmakonorus. 2025;22(3):347-354. doi: https://doi.org/10.15690/pf.v22i3.2924

OBO0CHOBAHME

Kopb — 0CTpoe BbICOKOKOHTarno3Hoe BMpycHoe 3abo-
JieBaHue, nepefaioweecsd BO3AYLWHO-KanenbHbIM MyTeEM
M XxapaKTepuayloLleecsa Haan4ymem nnxopagku, CUMNTOMOB
MHTOKCUKALMWU, MOPareHus [AblxaTeflbHblX MNyTeW, KOHb-
IOHKTWB, MATHUCTO-NAnyne3HoN 3K3aHTEMbI C MepPexoLoM
B nurmeHTauumio [1]. 3To 3aboneBaHue Bbi3biBaeTcs PHK-
BMPYCOM, KOTOPbIK OTHOCUTCA KCeMencTBy Paramyxoviridae
n poay Morbillivirus. Bupyc nposiBiseT 0cobyto akTUBHOCTb
B 3NUTENUalNbHbIX, HEPBHbLIX U NUMOATUYECKUX TKaHAX,
a TaK)Xe HeratMBHO BANAET Ha T-KJIETOYHYIO CUCTEMY UMMY-
HUTETa, YTO MPUBOAUT K MMMYHOCYMNpeccun. TpOmHOCTb
BMpPYCa K 3TUM TKaHAM UrpaeT KIIo4YEBYIO PO/b B Pa3BUTUH
N TSAXECTU OCNOXKHEHUW. HecMoTps Ha HanuvmMe paspabo-
TaHHOW W YTBEPXJEHHOM BaKUWHbl, KopeBas WHdeKuus
OCTaeTcs OfHOM M3 3Ha4yMMbIX NPUYMH 3a60/1eBaEeMOCTH
M CMEepPTHOCTM cpeau AeTen fo 5 neT BO BceM Mupe [2].

KNuHU4YecKkre nposiBAEHUSA KNacCUYECKOW KOPU MOXK-
HO pas3fenunTb Ha 4 aTana: MHKyOaLMOHHbIV nepuos, npo-
ApoMalibHbIM Nepuos, Nepuoj BbICbINaHWUM (3K3aHTEMA)
n BbidgoposnerHune [3]. MHKyGaLMOHHbLIN Nepuoa Kopu

npojomKaeTca ot 6 Ao 21 aHA nocne 3apaxeHus. Bupyc
pa3MHOXaeTcs B NMMpaATUYECKMX Yy3Nlax W pacnpocTpa-
HAeTCA B APyrMe TKaHW 4yepe3 KPOBOTOK. BbigensioT ase
BOJIHbl BUPEMWK, BTOPAA U3 KOTOPbIX COBMNAaAaeT ¢ HavyanoMm
npoApoManbHOro nepuoga M BO3HWKHOBEHWEM MEPBbIX
cumntomoB [4]. lMpoagpomanbHbIM Mepuoa NPOoAo/IKaeTca
OT 2 00 4 JHEW U xapaKTepu3yeTcs TUMUYHBbIMU ANA KOpU
CUMMTOMaMM: NIMXOPaIKOM, MHTOKCUKAaLMEN, noparkeHnem
AbIXaTeNbHbIX NYTEN, KOHBIOHKTWUB, MATHWUCTO-Nanyne3Howm
CbiMblO C NEPExXoaoM B MUrMeHTauuto [2]. 3a HEeCKOo/bKO
CYTOK A0 MOSIB/IEHNS 3K3aHTEMbI Y NaLMEHTOB NOSBASETCS
3HaHTeMa (naTHa benbckoro — dunartoBa — Konnuka) —
6enoBaTble BO3BbIWEHUA AMAMETPOM 1—3 MM Ha CM3UCTOM
060104Ke POTOBOM MOMOCTU, YTO KJIIMHUYECKM MOATBEPHK-
JaeT KopeByto WHbeKuuio [5, 6]. YnydweHue COCTOAHWUSA
HacTynaeT 4epes 2 cyT noc/ie NOABIEHUS CbIMK: CHUXKaEeTCS
TemnepaTypa, ymeHblatoTtes nuMmboysnbl. ChilNb AEpHKUTCA
5-7 OHen M ucyezaeT, oCTaBngs 3a Co6O0W WenyweHue
Ha Haubonee MopaeHHbIX y4yacTKax. [1onHoe BbI3AOPOB-
JleHne HacTynaeT Yyepe3 1-2 Hepj nocne NosiBNEHUS BbICbl-
naHum [2].
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KPATKUE COOBLUEHUA

Y peter mnagwe 1 roga Te4YeHUe KOpu, Kak npasuno,
OTNMYaeTCs OT TaKOBOrO (TUMUYHOIO) y AeTew cTapLllero BO3-
pacTta. B npogpomManbHOM nepuoge MOryT OTCyTCTBOBaTb
unu G6biTb MEHee BblpaXKEHHbIMW KaTapanbHble CUMMTO-
Mbl U KOpeBas dHaHTeMa, BO3MOXHa Auapes. Ik3aHTema
He aBnseTcs o6s93aTenbHbiM cuMmnTomoM. Kopb y geTen rpya-
HOro BO3pacTa B Lie/IOM NPOTEKaeT TAXKeNee, Tak KaK xapak-
TepuayeTcs MOBbILWEHHBIM PUCKOM Pa3BUTUS OCIIOXKHEHWUNM
W NpUcoeanHeHnemM BTOPUYHON UHPEKLUK [7].

Han6onee pacnpocTpaHeHHbIMU OCNOXKHEHUSAMU SBAKIOT-
€S UHDEKLMU HUKHUX AblXaTeNbHbIX NyTEN, BKAOYas MHEBMO-
HMIO C 06PaA30BaHMEM FHOMHbIX 04AroB, a TaKXe NoparKeHms
rofIOBHOrO MO3ra no Tuny aHuedanuta, NOCTUHOEKLMOH-
HOro aHuedanomuenuTa U MOAOCTPOrO CKNEPO3UPYIOLLErO
naHaHuedanuta. B nutepatype onucaHbl e4uUHWYHblE Cy-
4Yau KOPeBOro anneHauvuuTa M KopeBoro renatuta [8, 9l.
Mo gaHHbIM MeXAYHapOLHbIX MCTOYHUKOB, MHEBMOHUS ABAS-
eTCcsl caMoW 4YacToW NPUYMHOM CMepPTH aeTer oT Kopwu (40 6%
cnyyaeB) [10]. B ogHOM peTpocneKTMBHOM WccneaoBaHum
cly4yaeB cMepTu geTen oT Kopu B HKOxHOW AdpuKe onucaHo
40 85% anu3040B, CBA3AHHbLIX C BTOPUYHOM MHEBMOHMEN,
BbI3BAHHOM BMPYCHOW UM BaKTepuanbHON nHbeKuunen [11].
Han6onee pacnpocTpaHeHHbIMM 6GaKTepuanbHbIMKU BO3-
OyanTeNnsIMK, C KOTOPbIMKU aCCOLMMPYIOT KOPEBYKO MHEBMO-
HuIO, aBnstoTca Streptococcus pneumoniae, Streptococcus
pyogenes, Haemophilus influenzae n Staphylococcus aureus.
Cpeau conyTCTBYIOWMX BUPYCHbIX MHOEKLMNA KOPb 4acTo
COMPOBOXKAAIOT Naparpunn, ageHoBMUpyC, LMTOMEraaoBumpyc,
3HTEPOBUPYC, PECMUPATOPHO-CUHLUTHUANBHBIA BUpyC [12].
OueHnBas CTPYKTYpPY OCNOXHEeHM Kopu B 2023-2024 rT.
B PA3aHKn 1 PasaHcKom 061acTu, MOXHO OTMETUTb, Y4TO cpeaum
HUX Npeobnanany MHPeKUU MoYEBbLIBOASALLNX NyTew (18,2%)
M OCTPbIA CTEHO3MPYIOLWMI napuHroTpaxenT (10,9%), pexe

BCTpeYvanucb dpebpunbHble cyaoporm (1,8%) u AecTpyKTMBHas
nHeBmoHUs (1,8%) [13].

B nctopnyeckom nnaHe MOXKHO Bbl4€UTb TPU OCHOBHbIX
nepuona 6opbObl ¢ JaHHOM MHPeKUKWeN. MNepBbin nepuog (4o
1940-x rT.) xapaKTep1M30Bascs BbICOKOM 3a60/1eBaEMOCTbIO,
BblpaXK€HHOW TAXKECTbIO TEYEHMS, BbICOKMMU NMOKa3aTeNsamu
60/IbHUYHOW NeTanbHOCTU. Bo BTOpoM nepuoge 60pbObl
C Kopblo (1940-1950-€ rr.) npuMeHeHne nepBbix cneuudu-
YEeCKMX CPeacTB Tepanuu (CbIBOPOTKU PEKOHBANECLEHTOB
KOpH, a 3aTeM cynbdaHuNaMnHbIX NpenapaTos) NO3BONUI0
CYLLECTBEHHO CHU3WTb NeTanbHOCTb 3a cyHeT IPDEKTUBHOIO
NevyeHnst NHEBMOKOKKOBBIX MHEBMOHUI. CHM3KUNack YacToTa
TAXENbIX GOPM M OCNoXKHeHWW. TpeTui nepuog (¢ 1963 T.
no HalK AHW) XapaKTepuayeTcs HavyaaomM MacCoBOM aKTMB-
HOW UMMYHM3aL MK HaCENEHNUS U CHUXKEHNEM 3ab601eBaeMO-
CTU Kopblo [14, 15].

Mo paHHbIM PocnoTpebHaa3opa, ony6/anKoBaHHbIM
B Havyane mas 2024 r., 3a601eBaeMoCTb Kopblo B Poccumn
B 9TOT nepuog nobuna uctopuyeckuin 30-neTHUM peKopa.
MNokasaTtenu 3a6oneBaeMocti B 2023 1. Bbipocan B 127 pa3
MO CPaBHEHMIO C MPeAbIAYLLMM roA0M W gocTurnu 8,92 cny-
yas Ha 100 Tbic. yenoBeK. [na cpaBHeHUs: B 2022 r. 3T0T
nokasartenb coctaBun 0,07 cnydas Ha 100 Tbic. HaceneHus
[16]. Tak»Ke BbIPOCNO YMUCO OCIOXHEHUN KOPW, CPEAN KOTO-
pbIX NpeBanMpoBanu MHOEKLMOHHbIE 3a60eBaHNA HUKHUX
AblXaTeNbHbIX NyTEN, B TOM YUCe MHEBMOHUS, a TaKKe ava-
pesi, MMOKapauT, OTUT, NHeBMOTOpPaKc [9].

Lenbto faHHOM paboTbl ABASETCA AEMOHCTPALMSA KIUHK-
4YeCKOro cny4yas LEeCTPyKTMBHOM MHEBMOHWW C pasBUTUEM
OCTPON AblXaTeNbHOM HEeAOCTaTOYHOCTU KaK OCIOMKHEHUS
Kopu, noBieKkwewn rnbenb pebeHKa paHHEro BO3pacTa,
4N MHOOPMUPOBaAHKS Bpayewn pasnnyHbIX creLmanbHOCTeN
0 JAaHHOM TSXEeNOM OCNoXHeHUU. OT 3aKOHHbIX NpefcTa-
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Measles Complicated by Destructive Pneumonia in a Patient

Under One Year of Age

Measles is an acute, highly contagious viral disease that is transmitted through airborne droplets. In the 2023-2024 season, the
incidence of measles was 127 times higher than in the 2022-2023 season. This is a significant social concern, as measles is a
quarantine infection. Case Report. The boy was born from the fifth pregnancy, the fifth birth, with an Apgar score of 7/9, a body
weight of 4100 g, and a body length of 55 cm. The child’s obstetric history was uncomplicated. The child grew and developed
according to age norms in a family where children were not vaccinated against measles. At the age of 4 and 5 months, the child
suffered from acute bronchitis and community-acquired pneumonia. The patient contracted measles after family contact at the
age of 5.5 months, with typical symptoms. Two weeks later, the child was admitted to City Clinical Hospital No. 11 in Ryazan with
a diagnosis of “Measles, typical form, severe degree, and non-smooth course,” where a complication in the form of secondary
destructive pneumonia developed. One month after the onset of measles, numerous bullae were formed in the right lung. The
child was on continuous respiratory support using artificial ventilation. After 5.5 months from the onset of the disease, he was
transferred to the Russian Children’s Clinical Hospital, a branch of the Pirogov Russian National Research Medical University
(Moscow), for further treatment with the diagnosis of “bilateral pneumonia, severe course, complicated by destruction on the
right side.” He underwent drainage of bullae and thoracoscopic resection of cysts in the upper lobe of the right lung. In the
postoperative period, the child returned to the N.V. Dmitrieva Regional Children’s Clinical Hospital (Ryazan) without any positive
progress, with the need for constant respiratory support (through a tracheostomy), severe protein-energy deficiency, and multiple
organ failure, which ultimately led to the patient’s death at the age of 1.5 years. Conclusion. Children under one year old are at
risk of severe measles due to the lack of adaptive immunity that develops after vaccination.
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BUTENEN peGeHKa NnosyyeHo paspelleHne Ha ny6uKaLmio
onucaHus cnydas, pesynbTatoB 06CNeA0BaHNsA U IeYeHUs.

KJIMHUYECKHUHA NPUMEP

M3 aHamMHe3a M3BECTHO, 4YTO Majlb4yMK OT NATON Gepe-
MEHHOCTH, NPOTEKaBLUEN Ha POHE aHEMUM, NATLIX CPOYHbIX
dU3M0NOrnMYecKnx pogoB, poaumncs Ha 38-1 Hea. Macca Tena
npu poxaeHun — 4100 r, gnvHa Tena — 55 cm. OueHKa
no wrkane APGAR — 7/9 6annoB. Pe6eHoK poauncs mnaa-
lWMM B MHOrogeTHon cembe n3 5 aeten. CemMbsa npeactaB-
NngeT coumanbHoe MEHbLKWHCTBO (ATHUYECKas rpynna pomMa).
Bce getv B ceMbe He 6blnn MPUBUTBI MO HaLMOHaIbHOMY
KaneHaapto B CBA3M C OTKA30M poauTenev oT NPUBUBOK.

Pe6eHoK poc 1 pa3BuBascs B COOTBETCTBUM C BO3pac-
TOM, Ha 4-M 1 5-M MeC XU3HKM nepebonen ocTpbiM GPOH-
XUTOM M BHEOGO/IbHUYHOW MPaBOCTOPOHHEN MHEBMOHUEN.
B ne4yeHun NHEBMOHUM NPUMEHSANCA aMOKCULMIINH.

[MaumeHT 3a6onen Kopblo MNOCNe CEMEWHOrO KOHTakK-
Ta B Bo3pacTe 5,5 mec 20.02.2024. lNpeanonaraeTcs,
YTO WMCTOYHMKOM MHPEKUMn aoma 6bina craplias cectpa
ManbyvKa, 3apas3uBluasics B WKone. B ceMbe Kopblo nepe-
6onenu Bce 5 geten u matb (puc. 1). Y pebeHKa NosgBUIUCH
TUNUYHbIE CUMNTOMbI IMXOPAAKK, KaTapanbHOro CUHAPOMA,
3aTanHoM NATHMUCTO-Nanyne3Hon coinu. 10.03.2024, Ha 14-1
[eHb 3a60neBaHMs Manb4uK 6bla FOCNUTaNM3NPOBaH B AeT-
CKoe WHOEKUMOHHOe oTaeneHue locyaapCTBEHHOro 61oa-
ETHOro y4ypexaeHuss PsasaHckon obnactn «fopoackas
KnuHnyecKas 6onbHULa N2 11» MuHucTepcTBa 3apaBooxpa-
HeHns PasaHCKon obnacTu.

lMpu nocTtynneHun B cTauMoHap MaTb npeabaBasna
*anobbl Ha NoabLeM TemnepaTypbl y pebeHka aot = 39,4 °C,
HaCMOPK, Hann4ume BbiCbiNaHWi Ha Koxke. Mpu ocMoTpe oTme-
YEeHO TAXKeNnoe COCTOSAHMNE 3a CHET MHTOKCUKALMKU U OAbILLKH,
KOXHbl€ NOKPOBbI 6/1€Hble, C MPaMOPHbLIM OTTEHKOM, CyXue,
NOKPbITbl MENIKON NATHUCTO-Manye3HOoWM CbiMbto, EAUHUYHbIE
3/1IeMeHTbI NOJ KOPOYKor, 06paboTaHHble pacTBOPOM Bpui-
NIMaHTOBOro 3eneHoro. MNanbnuposanucek nepudepuyeckme
LWEeWHble, nogyYentocTHble nuMmdoyanbl 4o 1-1,5 cm B 06b-
emMe, NA0THO3NacTUYHble, 6€360/1e3HEHHbIE, HE CMnasiHHble
C OKpY)XaloWMMK TKaHAMM, KOXKa Haj HUMKU He Bblna u3me-
HeHa. OTMeYyanucb MOKpacHeHWe rnas, KopeBas 3dHaHTe-
Ma B 06/1aCTU KOPEHHbIX 3y6O0B, $13blK CYXOW, r'yCTO 006/10-
KeH 6enblM HanetoM, NpU OCMOTPE BbIPparKeHbl NMPU3HaKM
OAbIWKK CMELaHHOro xapakTepa (WyMHble AMCTaHTHble
XPUNbl, BTSXKEHME YCTYNYMBBIX MECT FPYAHON KNETKMU Ha BAO-
xe v Bblgoxe). lNpun aycKynbTauuMu AblxaHWe MPOBOAMIOCH
HaJ BCEW MOBEPXHOCTbIO SIErKMX, XECTKOe, BbiCaylWwMBa-
JIMCb HEOOW/bHbIE CBUCTSALLMNE, OOUNbHbIE KPEMUTUPYIOLLKE,
B/IA¥Hble, MenKony3blpyaTble XPUMbl, NPENMYLLECTBEHHO
cnpaBa. YacTtoTta AbixaTenbHbix ABMxeHun (HA4) — 48/
MUH. TOHbI cepiua fICHble, PUTMWUYHbIE, YacToTa cephey-

HbIX cokpauieHun (HCC) — 190 ya./MuH. KMBOT MSATKUNA,
6e360/1e3HEHHbIN, 00bI4YHOM GOpPMbI, NPK Nanbhauvn pas-
MEepbl NEeYEHN HEe YyBENUYEHbI, CENEe3EHKa He NnanbnupyeTcs.
CTyn, co cnoB maTepu, KalumueobpasHblii, 6€3 npumecen,
M3MEHEeHUN auypesa He oTmedanocb. lpu npoBegeHuun
nyJbCOKCUMETPUK caTypaumsa (SpO,) coctaBuia 93-94%,
apTepuanbHoe AaBliEHMe He U3MEPEHO U3-3a BblPaXKEHHOr 0
6ecrnoKoncTBa pebeHKa.

Mo fAaHHbIM KNIMHWMYECKOro aHanM3a KpoBuM Habatgancs
NMMPOLMTaPHBIN NENKOLMTO3, HA PEHTreHorpaMme opra-
HOB rpyaHow KneTkn (OFK) — npu3Haku ABYCTOPOHHEWN
nofiMcermMeHTapHoM NHEBMOHMU, NPEUMYLLECTBEHHO B BEPX-
HeW Jofie NpaBoro erkoro.

Bbin yctaHoBneH auarHos: «Kopb, TMNMYHasa dopma,
TAXenas cTeneHb, Hernagkoe TeyeHue. [BYCTOPOHHANA
BMPYCHas nonuMcerMeHTapHass MHEBMOHMS» (AMarHo3 Obia
NOATBEPXKAEH METOAOM WMMMYHOPEPMEHTHOro aHanusa).
N3meHeHMs B Nerkmx 6bian pacLeHeHbl Kak BUPYCHOe nopa-
KEHUE HWKHMX AblXxaTeNbHblX nyTen. B neyeHun npumeHs-
NIMCb @aMOKCULIMANMH + KNaBynaHaT, Tak KaK 3ToT npenapar
ABNSIETCA CTApPTOBbIM B Tepanun BHEOONbHWUYHOW MHEB-
MOHUWU, a TaKKe, y4uTbiBas NpuMeM Kypca aMOKCULMANIUHA
nauneHTom 14 gHen Hasag, nogaya yBAaxHEHHOro KUCNo-
poaa co CKopocTbio 1-2 51/MUH, nbynpodeH B BO3pacTHOM
LO3MPOBKe Npu Temnepatype Tena t > 38 °C 1 opanbHas
pervapataums. NoceBoB Ha 6aKTepuanbHyto Gopy M YyB-
CTBUTENbHOCTb K aHTMGaKTepuasibHbIM Npenapatam He npo-
BOAMNOCH.

YxyalweHne coctoaHus pebeHKa Obllo OTMeyeHo
Ha 5-i AeHb rocnuTann3almmn 3a cHeT HapacTaHUs CUMNTO-
MOB OCTPOW [AblXxaTe/lbHOW HegocTaTtoMHOCTU A0 |l cTeneHu.
Y44 — 73/muH, nagenne SpO, fo 89%, B aHanu3e rasoso-
ro coctaBa BeHO3HOM Kposn PaCO, — 56 mm pT. cT., Pa0, —
31 MM pT. cT. Pe6eHoK Gbln nepeBeieH B OTAeNeHUe aHecTe-
310N0IMK 1 peaHMMaLLnK, rae NPoBeeHbl Ha3oTpaxeanbHas
MHTY6aLMA U UCKYCCTBEHHast BeHTUNauusa nerkux (MB).
HazHavyeHa amnupuyeckas aHTUOMOTMKOTEpanus asuTpo-
MULMHOM, TaK KaK He WCKal4Yanacb aTunuyHas dnopa,
n uedonepaszoHom + cynbbaKTam, yunTbiBas npeobnagaHme
rpamMpesncTeHTHOM Gpopbl.

bbbl B3AT Ma30K U3 MHTYO6ALMOHHON TPYOKKU AN UAEH-
TMOMKaLMM BO3OYAMTENS B BEPXHWUX AbIXaTeNbHbIX MyTaX
M Ha 4YyBCTBMTENbHOCTb K aHTMOaKTepuanbHbIM npenapa-
TaM. MOKpOTbl y nauueHta He 6bino. Takxe Ha3HayeHbl
MHOY3MOHHasA Tepanus, UHransauMoHHas Tepanus, ocyLecT-
BJiSNachb pecnupaTopHas nogaepxka no tuny MBJ1 (napame-
Tpbl Fi0, — 40%) B HENPEPbLIBHOM pexnMme.

Pesynbtatbl Ma3ka Ha ¢nopy M YyBCTBUTENbHOCTb
K aHTMBWOTMKam 4Yepe3 5 gHen nocne B3ATUA BbIIBUIU
Hanuume Pseudomonas aeruginosa B Tntpe 10% KOE/mn,
Klebsiella pneumoniae B Tutpe 10° KOE /M, KOTOpbIE 6blu

Puc. 1. 3nnaemMmonornyeckmin aHaMHes ceMbh
Fig. 1. Epidemiological family history
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4YyBCTBUTE/NbHbI K aMUKauuHy U meponeHemy, u Candida
tropicalis B TuTpe 104 KOE/MA. AHann3 KPOBM Ha xnamuanu
“ MMKONAa3Mbl 6bl1 OTPULLATENbHbBIM.

B cBf3M c pesynbrataMu uccnegoBaHuUn aHTMOUOTUKO-
Tepanus Oblla CKOPPEKTMPOBaHa B MO/b3y MpenapaTos,
K KOTOPbIM Obl/IK YyBCTBUTENbHbI PSeudomonas aeruginosa
n Klebsiella pneumoniae, — amMuKauMHa U MeponeHema,
a3nTPOMULMH Obll OTMEHEH. B KayecTBe aHTUMMKOTHUYe-
CKOM Tepanuu HadHavyeH daykoHaso:. [JaHHas Tepanus ocy-
LecTaanach B Te4eHune 12 gHew ¢ NooXKUTENbHbIM 3hdeK-
TOM B BMAE KYNUMPOBAHWS CMHAPOMA OCTPOM AblxaTesbHOM
HeLOCTaTO4YHOCTM, aMUKaLMH Gbln OTMEHEH Yepe3 7 gHen
nocse HasHavyeHus.

22.03.2024 nocne ctabunnsauumn COCTOAHNS N IKCTyb6a-
LMK peOeHOK BEPHYSICA B UHPEKLMOHHbBIN GOKC, aHTUOUOTU-
KoTepanus 6blla OTMEHEHa, Obl1 B3ST Ha30papuHreanbHbI
Ma30K Ha GAopy U YYBCTBUTENBHOCTb K @HTMOMOTUKAM.

25.03.2024 cocTosiHMe BHOBb PEe3KO YXyALWIOCh,
Hapocna ocTpas AblxaTenbHas HeAoCTaTOYHOCTb, Obla B3AT
HasodapuHreanbHbih Ma3oK Ha GAOPY WM YYBCTBUTENb-
HOCTb K aHTUOWOTUKaM, U B CBSA3M C BbICOKMM PUCKOM
pa3BUTUS OCNIOXHEHUN pebeHOK Obln HanpaBieH B UHDEK-
LUMOHHOE oOTaefleHne MHoronpoduabHOro craunoHapa
[ocynapcTBEHHOrO OIOAMETHOIrO y4ypexaeHusa Psa3aHCKoM
obnactn «O6nacTHas AeTcKas KiauHuYyecKas 60fbHULA
uMm. H.B. Omutpueson» MuHUCTEPCTBA 34PaBOOXPaHEHUSA
PsizaHckon o6nacTtu. TpaHCMoOpTUMPOBKa OcCyllecTBASach
Ha JOMNONIHUTENbHOM KMCNOPOAE CO CKOPOCTbIO 2—3 N/MUH
npu Sp0, 99%.

MNocne nepeBoja COCTOSIHWME OGONLHOMO OCTaBanNOChb
TSXENbIM 3a CYET MHTOKCHKALMK, TemnepaTypa HapacTana
no t = 38,3 °C, Habnwoganucb pecnvpatopHble Hapylle-
HUSA (O6CTPYKTUBHbBIN CUHAPOM C NPU3HaKaMu AblxaTelbHOM
HefoCTaTO4YHOCTM | CTeneHn) n aycKynbTaTUBHbIE MPU3Ha-
KW COXpaHsiowWwerocs ABYCTOPOHHErO MOPaKeHUs NErkux,
6onee BblpaxkeHHble cnpaBa. Y44 — 60/mMuH (puc. 2).
Sp0, — 99% npwu gotauum O, CO CKOPOCTbIO 2-3 11/MHH.
1o gaHHbIM peHTreHoKommnbloTepHOW Tomorpadum (PKT)
OlK BbISIBNEH AECTPYKTMBHBIN XapaKTep MOpaxKeHus HUXK-
HWX AblXxaTenbHbIX NyTen: B S2 cnpaBa — BO34YLUHbIE NOMO-

Puc. 2. MNpu3HaKu ablxaTeNbHON HeJOCTaTOYHOCTH 1-1 cTeneHun

Fig. 2. Signs of grade 1 respiratory failure

cTn anameTpom 15 1 5 mm, B S6 cnpaBa cybnieBpanbHO —
BO3JylIHasa NonocTtb gvameTpom 13 MM C HepaBHOMEPHO
YyTONWEHHBIMU CTEHKaMMU.

Pes3ynbraThl Ha3odapuHreanbHoro Ma3ka ot 23.03.2024
BbISBMAN Enterobacter cloacae B Tutpe 107 KOE/mn
n Acinetobacter baumannii B Tutpe 107 KOE/mn, KoTo-
pble 6blIN YYBCTBUTE/bHbI K MEPOMNEHEMY W aMUKaLMHY.
Mo pesdynstataM Ma3Ka 6bls1 BO30OHOBJIEH KYpC aHTUOUO-
TMKOTEpanuuM MeporneHeMoM U amUKauMHOM, CMMMTOMaTH-
4YEeCKOro ieyeHuns (napauetamon BHYTPUMBEHHO MpU MNOBbI-
lweHnn Temnepatypbl t > 38 °C), MHPY3MOHHON Tepanuw,
MHraNsLMOHHON Tepanuu.

28.03.2024 6bI1 B39T Ma30K Ha  dnopy
M 4YyBCTBWUTENbHOCTb K aHTMOGaKTepuanbHbIM Npenapa-
TaMm. Mo pesynbratam 6bi1 06Hapy*KeH pocT Enterobacter
cloacae B TuTpe 107 KOE/Mn u Acinetobacter baumannii
B TMTpe 107 KOE/MA, KOTOpbIE COXPaHSAW YyBCTBUTESNb-
HOCTb K MEPOMEHEMY Y @aMUKaLUHY.

Ha doHe npoBOAMMOro fleYeHns 0TMEYaNoCh CHUXEHUE
TemnepaTypbl A0 cy6debpubHbIX LUPP C COXpaHEHUEM
NPU3HaKOB AblxaTeNbHOM HegocTaToyHocTH, U 04.04.2024
pebeHOK 6bl1 nepeBedeH B Ny1bMOHONOMMYECKOE OTaene-
Hue. B nabopaTopHbIX aHannM3ax KpOBM COXPaHAICS IENKO-
LUMTO3, oTMeYanocb nosbiweHne CO3 — 13 mm/4, CPb —
12 mr/n. B ¢BSI3W C COXpaHEHMEM NMPU3HAKOB AblXxaTeNbHOM
HeJOCTaTO4YHOCTM MPU HOpPManu3auuu TemnepaTypbl Npo-
BeJeHO KoHTposibHoe PKT OlK, rae BbiiBA€HbI MPU3HaAKK
nHeBMOMeANacTUHYMa: 3Ha4YMTEeNbHOE KOIMYECTBO BO3ayxa
B nepeaHeM W 3agHem cpefocTernn (18 u 24 cmd) ¢ pac-
NPOCTPaHEHUEM Ha MSATKME TKaHW LWen u nepeaHen rpyaHon
CTeHKU. B S2 1 S6 npaBoro n1erkoro onpeaensitoTcs noaocT-
Hble BO3AylHble 06pa30BaHUs C TOHKUMW, PaBHOMEPHOM
TONWMHBI CTEHKaMK, 6€3 KUAKOCTHOIro COAEPKMMOro, aAna-
meTpamn 20 1 25 MM, ABYCTOPOHHUE ABNEHUSA BPOHXMONKUTA.

MaumneHT NnpebbiBan B NySIbMOHONOMMYECKOM OTAENEHWUMN.

16.04.2024 cocTosiHMe pebeHKa Pe3KOo YXYALIMNOCh.
OT™MeYanucb oabllKa, 6eCnoKOMCTBO, LLMaHO3 ry6 U KOHEYHO-
cten. 444 — 80/muH, HCC — 160 ya./mMuH. MporHocTnyecku
Heb6naronpuaTHbiM GakTopom OblfI0 cCoOXpaHeHne aecaTypa-
umnmn (SpO, — 87%) Ha fononHuTenbHoK foTaunn O, CO CKO-
pocTblo 8—9 N/MUH, HabN4annCb NPU3HAKKU AbixaTeNbHON
HepgocTaTo4HocTH Il cTeneHun. Mpu aycKynbTaumu BbiCAYyLLK-
BanuCb eAWHUYHblE PacCesiHHblE CyXMe CBUCTALLME XPUMb
Ha BAOXE W BblAOXe, OOWNbHblIE KPEMUTUPYIOLLME XPUMb,
6onblue crnpaBa. B cBA3K C yxyAWeEHWEM COCTOSIHUSA Nauu-
€HT 6blN NepeBeAeH B peaHMMaUWOHHOE OTaeneHue, rae
Oblna npoBejeHa MHTy6aLus. B ¢BS3M ¢ HEO6XOAUMOCTbIO
NNUTENbHOM pecnupaTopHON NoAAEPKKM Ha 19-1 AeHb npe-
OblBaHWsa yCTaHOB/IEHA TpaxeocToma.

MoceB oTAenaemMoro abixaTeNbHbix NyTen oT 19.04.2024
BbIiBUA Acinetobacter baumannii B tuTpe 10° KOE/mn,
Streptococcus viridans B Tutpe 10* KOE/mn, Enterococcus
faecalis B TuTpe 107 KOE/mn, Klebsiella pneumoniae B Tutpe
107 KOE/mn.

[OnuTenbHoe HaxoXKAeHWe nauueHTa B OTAENEHWW aHe-
CTE3MONOMMU 1 peaHnMaLnn NPUBENO K CMEHE MUKPOBUOTbI
B Nerkux nauueHTa Ha MBJl-accoUMMPOBaHHYI0, 4YTO, BO3-
MOXHO, BbICTYNW/IO MPUYUHON HapacTaHUs AEeCTPYKTUBHbIX
M3MeHeHUN. B cBSA3KU C aTUM Oblfla UBMEHEHA CXeMa aHTH-
6aKTepuanbHON Tepanuu, NPUMEHSAINCL UMUMEHEM + Liuna-
CTaTWH, aMUKaLMH, TMHEe3011a, NONUMUKCHH B.

KoHTponbHasa PKT OIK (puc. 3) 02.07.2024 o6HapyKu-
Nna oTpuuaTtenbHylo AMHaMUKY B BMAE HapacTaHus o6bema
paHee BbIIBNIEHHbIX UBMEHEHUI — B nNpoeKuuun S1, S2, S6,
S9, S10 npaBoOro N1erkoro BU3yaamM3anMpoBasaiCb BO3AYyLUHbIE
nonocTtn 6onbluero pasmepa B AMHaMmuKe: B S1, S2 pasme-
pamn 37 MM (paHee 27 mMm) 1 21 MM (paHee 15 mm), B S6



Puc. 3. MHoroyucneHHble BO34YLlWHbIE NOJIOCTU NPaBOro 1erkoro

Fig. 3. Numerous air cavities of the right lung

pasmepom 27 MM (paHee 23 mMm), B S9, S10 oT 2 10 7 MM
(paHee oT 1 4o 4 MMm). EAMHCTBEHHAs MOSIOXKUTENbHag AUHa-
MUKa Habnohanacb B BUAE pa3pelleHns NnHeBMoMeanacTym-
Hyma.

HeogHOKpaTHO NPOBOAMAUCHE MOMbITKM 3KCTybauuu
nauMeHTa, KOTOpble He MNPMBOAWMAU K MONOXKUTENbHOMY
pesynbraty. 3a BpeMsi npebbiBaHUsA B OTAENEHWWU aHecTe-
3M0NOMMK U peaHumaL MK Obliv NpoBeaeHbl TabopaTopHble,
WHCTPYMEHTaNbHble UCCNeAO0BaHUsA, KOHCYAbTaLuuu chneuu-
anucTamu.

OxoKI BbISIBMIO yTONWEHWE CTEHOK MPaBoOro U 1eBoro
YKeNyao4YKoB, 4YTO CBMAETENbCTBOBANO O Pa3BUTUM OCTPOro
NIErOYHOro cepaLa W, Kak cneacTBue, NpaBoXenyLoyKoBOn
HeJOoCTaTO4YHOCTH.

Mo cocTtosiHMio Ha 04.07.2024: peHTreHorpaduyecKoe
nccnepoBaHne ONK — B npaBom fnerkom 3 BO3AYyLUHblE
nonoctu anameTtpom 3,0-4,5 cM. R-KapTMHa BO3AYLIHbIX
nonocTen (6ynn) NnpaBoro fNerkoro, NHEBMOHUK cneBa npesa-
CcTaB/ieHa Ha puc. 4. B aHanu3ax KpoBu oTmeyasncs abco-
NOTHbIN HEWTPODUNbHBLIM NnenkouunTo3, CPb — 30 wmr/n,
C03 — 22 mm/y, MKT — 0,5 Hr/mn, aHemus Il ctenenun
¢ remorno6uHom < 90 r/n. HeBpoNOrom AMarHoCTUPOBaHbI
3HUedanonatMs CMellaHHOro reHesa M CUHAPOM [ABwWra-
TeNbHbIX PaCCTPOWCTB.

B cBS3M ¢ yxyAlWweHWem COCTOAHWMS U HecTabuNbHO-
CTblO KNIMHUYECKON KapTWuHbl Gblin NpoBeAeHbl Tenemeau-
LUMHCKWE KOHCYynbTauMK ¢ POCCUMCKOW [OETCKOW KauMHWYe-
ckon 6onbHuuen (PAKB) — dunmanom Praoy BO PHUMY
um H.W. Muporosa MuH3apaBa Poccun ([MMporoBckum
YHUBEpPCUTET), MO WUTOraM KOTOPbIX MPUHATO pelleHne
0 nepeBoge nauueHTta B POKB ¢ avarHosom: «[THEBMOHMKSA
[BYXCTOPOHHSAS, AECTPYKTUBHAA cnpasa, TsKenoe Tede-
HMEe C ucxogom B GUOPO3 BEPXHEW AO0NAM MpaBoro ner-
Koro. O6nuTepupyloWwmnn GPOHXMONUT NIEBOro JIErKoro.
[bixatensHas HefocTaToyHOCTb Il cteneHn. Hocutenb Tpa-
xeocTombl ¢ 06.05.2024 no 14.05.2024. HocuTenb racTpo-
ctombl ¢ 08.07.2024».

Mpu nepeBoge cocTosiHMe pebeHKa Taxenoe 3a cyer
pecnupaTopHbIX HapyweHun. MpyaHas KneTka 604Kkoo6pas-
Ha. SpO, — 95-96% npwu napametpax UBJ1 Fi0, — 40%.
CoxpaHanacb HemMoTMBUpOBaHHasa debpunbHasa nuxopaa-
Ka. Ha momeHT nepeBoga, 02.08.2024 Bo3pacT pebeH-

Puc. 4. PeHTreHonornyeckas KapTuHa 6y npaBoro nerkoro
Fig. 4. X-ray image of the right lung bullae

Ka — 11 mec, AnvHa Tena — 65 cm, macca Tena — 7,3 Kr.
TpaHcnopTUpoOBKa OCylWecTBAANacb C MCMNONb30BaHUEM
TpaHcnopTHoro annapata WUBJ1 ¢ napametpamu Fi0, — 40%.

B PAKB 6b110 NnpoBeaeHO onepaTMBHOE Nle4eHne, KOTo-
poe BKJoYano B cebs YyCTaHOBKY 2 APeHaXKen B Nonoctu
O6ynn, ycTaHOBNAEHWE [ApeHa)ka B NieBpasbHyld MNONOCTb,
BUAEOTOPAKOCKOMMUYECKYI0D aHaTOMMUYECKYID pe3eKLuio
KWUCTbl BEPXHEW 0N NPABOro Nerkoro, yaaneHue apeHaxemn
13 nNneBpanbHOM NOAOCTH.

31.09.2024 no OKOHYaHWWU NleyeHUss pPebeHOK BEepHYS-
CSl B KJIMHUKY I. PA3aHK B oTaeneHve BOCCTaHOBUTENbHOM
Tepanuu. Mpu NOCTYNNEHUN COCTOAHWE pebeHKa Taxenoe.
Macca Tena — 6,1 Kr, gnvHa Tena — 62 cm. PusnyecKoe
pasBuTUE HUBKOE, AMCrapMOHUYHOE MO pocTy. Temnepartypa
t = 36,9 °C. Koxka cmyrnasa, 6negHaa. OTmevyatotcs nepu-
oAbl 6ecrnokoncTBa. Typrop KOXM 3HAYUTENbHO CHM-
eH. [loaKOXHO-MpoBasd KhneTyaTka pasButa cnabo.
Ha6nogatoTcs npu3Hakn 6GeKOBO-3HEPreTUYeCKon Hepdo-
ctaToyHocTu Il cTteneHu. [bixaHue 4epeld TpaxeocTomy
C JONOJIHUTENbHON MNoAa4vYen O2 CO CKOPOCTbIO 3 JI/MUH.
lpyaHas KneTka unanHapuydeckon dopmbl. B nerkux abixa-
HWe XeCcTKoe, Macca NPOBOAHbLIX Pa3HOKaIMGEPHbIX XpUNOB
no BCeM Nonsgm, ocnabneHo B NpaBoW MNONOBUHE rPyaAHOM
Knetkn. 444 — 58-66/muH, YCC — 156 ya./muH, SpO, —
95%. ToHbI cepfLa AcHble, pUTMUYHbIE. }KMBOT MATKKI, 6€3-
60/1e3HeHHbIN. [leyeHb BbICTyNnaeT n3-noj Kpas pebepHon
4yrv Ha 2 cMm, ceneseHKa He nanbnupyeTtcs. Havano Kopu —
7,5 mec Ha3zag.

HecmoTps Ha npoBeAeHHOe CNOXHOe MHoroaTan-
HOe neyeHue, COCTOSIHME NaLMeHTa ocTaBasoCb KpanHe
TaxenbiM. CoxpaHsnach BblparKeHHas AbixaTenbHas Hefo-
CTaTOYHOCTb, OTMeYanucb noabveMbl GebpuibHON Temne-
paTypbl HECKONbKO pa3 B [eHb, PE3UCTEHTHble K Xapo-
NOHMXKaKLWMMKU nNpenapatamu, u oTcyTcTBue addekTa
OT aHTMBMOTMKOTepanuu. B noceBax M3 TpaxeoCTOMbl
oTMeyancs poct Pseudomonas aeruginosa. OTmeyYyanucb
3NU304bl FMNOKOoArynsaunn ¢ npuaHakamum KpoBOTEYEHMS
no ractpoctome, aHemus Il cteneHun. Mo aTomy noBo-
4y HasHavanucb TpaHcbhy3uuM 3pUTPOLMUTApPHOM Macchbl
N CBEXKe3aMOPOXKEHHOM nnasmbl. B ¢BA3M € HapacTaHu-
€M MOMMOPraHHOM HeJoCTaTOYHOCTM NauMeHT nepecTan
ycBauBaTb NUTaHWe, NOsIBMNaCb MHOroKpaTHas pBoTa,
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HapacTana runoTpodusa (B 1 roq 3 Mec pebeHOK umen
mMaccy Tena 5-6 Kr). bbino nNpuMHATO pellueHWe O Hadvane
napeHTepanbHOro NUTaHWs, B KayecTBe KOTOPOro npu-
meHsancsa Hytpudnekc. Mo COBOKYNHOCTM BCEX CUMMNTOMOB
MOXHO 6bIJI0 Nonaratb 0 pa3BuBaloLLENCH NOMOPraHHON
HegocTaTtoyHOCTU. Ha KoHTponbHoM KT OIK oTmevanocb
yBefMyeHne pasmMepoB AEeCTPYKTUBHOM MOAOCTU Ha doHe
Yy4aCTKOB KOHCONMMAauun MHOUNBTPaL MK,

OKOHYATE/IbHbIA AUATHO3

TakuM o06pa3om, 6bi yCTaHOBNEH OKOHYaTeNbHbINM Ana-
rHo3: «[1paBOCTOPOHHAA BepxHeaoneBast AECTPYKTUBHas
NHEBMOHUSA. bynnesHast TpaHchopmauMnsa MNpaBoro nerko-
ro. [bixatenbHas HegoctatoyHocTb Il ctenenun. CocTosiHue
nocne onepatnBHoro nevexHus ot 13.09.2024. Taxenas
6eKOBO-3HepreTMyecKkas HeaoctTaTo4yHOCTb. Hocutens Tpa-
XeOoCTOMbl U racTpocToMbl. AHemus Ill cteneHun, cmelaH-
Horo reHesa». OcHoBHOe 3abofieBaHWMe — AeCTPYKTUBHas
NMHEBMOHWUSA — W OC/IOXKHEHWSA MPUBENM K CMEPTU NaLMueHTa
cnycta 9 mMec M 1 Hen oT Havana 3aboneBaHusa. Aytoncus
He NpoBoAMNAch MO PELLEHUIO poanTenen.

OTanbl 3a6osieBaHNs NaLmeHTa ¢ AMHAMWKON NoKasaTte-
Nien npegcraBneHbl Ha puc. 5.

locnutanusauua
B [BY PO

OBCYXAEHHUE

MpuBeAeHHbIM KIMHWUYECKWM CcnydYan [OEeMOHCTPUpPY-
€T BO3MOXHble MOCNEACTBUA TAXKENOro TEeYEeHUS KOopw,
OCNOXHMBLUENCSA AEeCTPYKTUBHOM NHeBMOHMeW. OueHuBas
3NUAEMMNONOIMYECKUIA aHaAMHE3, MOXHO MNOAYEPKHYTb,
4YTO peBGEHOK He Obls1 BaKLUMHUPOBAH OT KOPU U 3apa3uniics
B pea3ynbTate CeMenHOro KoHTakTa. [peawecTBytowme
KOpW MHEBMOHMS U GPOHXMUT OBYCNIOBUIN CHUKEHWE KIle-
TOYHOrO MMMYHWTETaA NauMeHTa, Tak Kak getn ao 1 roaa
ABNAIOTCA TPYNMNOM PUCKa MO OC/OXHEHHOMY TEYEHWIo
KOpW 3a cYeT aHaTOMO-OU3UOSIOTUYECKUX OCOOEHHOCTEN.
AnutenbHoe npebbiBaHWe pebGeHKa B OTAENEHUU WHTEH-
CMBHOM Tepanuu, no-Buaumomy, chopmumpoBano Koso-
HM3aUMI0 arpeccuBHOM rpamMoTpuuatensHon GIopon
Ha ¢oHe WBJ/l-accoumnmpoBaHHOM MHEBMOHWU, MPUHAB-
lWen OeCTPYKTUBHbIM XapaKTep C UCXOAOM B OOGLIMPHbLIA
NIeroyHbln Grubpo3. bbln chopMUpoBaHbl KpynHble 6yn-
Nbl. BocnaneHHble y4acTKM NEero4YHoM TKaHW 3aMecTUUCh
OMOpPO3HON TKaHblo. Bo BpemMsa TenemMeamuMHCKUX KOH-
cynbTauuii u B NOC/eayoLIEM B CBA3M C HEGNAronpUaTHbIM
MCXOAOM HE WCKJloYanacb BPOXAEHHAs natonorus GpoH-
XONIEero4yHOM CUCTEMbI, KOTOpas cnocobcTBOBasia rméenu
pebeHKa.

1 B BY PO «OKB

K «"KB N¢ 11» M. H.B. AmuTtpuesomn»
BpoHxut  MHEeBMOHMSA opb (r. PazaHb) | (r. PA3aHb)
° ° ° °
1 mec 3 Hep HyneBo#n 2 Hen WBNcFio,—40% 1 Mec 4 mec
10 KOpH 710 KOpH tTena=39,4°C; ttena = 38,3 °C; Sp0, = 99%; ttena = 37-38 °C; Sp0, = 99%;
Fl.eHb Sp0, = 93-94% npu gotauuu O, npu gotauuu O,
tTena = 39,0 °C; €O CKOPOCTbiO 2—3 J1/MUH CO CKOPOCTbIO 4 11/MUH
Sp0, = 98%
MepeBoa MNMepeBop
B PoccuiicKyto aeTcKyto B 'BY PO «OAKB y 3 , §
KJIMHUYECKyto 601bHULY M. H.B. Amutpunesomn» E 48 /5 -
(r. MockBa) (r. PAg3aHb) § AN . 7 b
l 1B ¢ Fi0, — 40% i l i MB/ ¢ Fi0, — 50% l
° ° ° ° °
5 mec 5 mec 7 mec 8 mec 9 mec
15 gHew 10 gHen 15 gHew 7 oHew

ttena = 38,5 °C; Sp0, = 99%;
npu gotaumuu O,
CO CKOPOCTbIO 4 11/MUH

Puc. 5. 3tanbl 3a60oneBaHUs NauneHTa ¢ AMHAMUKON NoKa3aTenen

tTena = 36,9 °C;
Sp0, = 94-95%

lpumeyaHune. TBY PO — locynapcTBeHHOe BloaKeTHoe yuypexaerHue Pa3aHckon obnacTtu; FTKb — lopoackas KnMHuyeckas 601bHULE;
OIKE — O6nacTHas aeTcKas KnnHuyeckas 6onbHULA; MBJT — MCKyCcCTBEHHAA BEHTUNALMSA NErKuX.

Fig. 5. Stages of the patient’s disease with the dynamics of indicators

Note. SBI of RR (F'BY PO) — State Budgetary Institution of the Ryazan region; CCH (FT'KB) — City Clinical Hospital; RCCH (OIKB) — Regional

Children’s Clinical Hospital; AVL (MBJ1) — artificial lung ventilation.



3AKJ/IIOYEHMUE

[THEBMOHUSI OTHOCUTCA K Haubonee TAXENbIM PaHHUM
OC/IOXHEHWUSIM, KOTOpble BO3HWKAIOT BCNEACTBME pa3BU-
TUS KOPEBOW @aHepPrumn M CHUMKEHUS aKTUBHOCTU KJIETOYHO-
ro MMmyHuteta. lpeacTaBneHHbIM KIAMHUYECKWUA cry4van
[eMOHCTPUPYET aKTyanbHOCTb Mpobnembl 3a6oneBaemo-
CTW KOpblO [eTei rpyaHoro Bo3pacTa, a TaKke fBaseTcs
WANOCTPaLMUEN OCNTIOXHEHHOrO TeYeHUs KOpW, MPUBEJLLEro
K neTanbHOMYy ucxopy. BakuuHonpodunakiuka — nepso-
CTeneHHas Mepa NPOTUBOAENCTBUSA KOPU KaK ynpaBnsieMon
MHPEKUUM B YCNOBMAX MacwWwTaGHOro pacnpocTpaHeHus
B Poccuun B ce3oH 2023-2024 .

WHOOPMUPOBAHHOE COIJIACUE

OT poauTens nauuMeHTa Mosy4eHo MHPOPMUPOBAHHOE
[06pOBO/ILHOE corflacue Ha Ny6auKaLMIo U ONUcaHue Ku-
HMYECKOro cfyyasi, a TaK}Ke corfacue Ha WMcnosib3oBaHWe
MEAULMHCKUX AaHHbIX (pe3ynbTaTtoB 06CnefoBaHui, nede-
HUS) U M306PaXKEHNN NaLMEHTa.

INFORMED CONSENT

Informed voluntary consent was obtained from the
patient’s parent to publish and describe the clinical case,
as well as consent to the use of medical data (examination
results, treatment) and images of the patient.
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1 MocKoBCKMIN nefarorMyecKunin rocyAapcTBEHHbIN yHMBEpcHTeT, Mockea, Poccuitckas Pepepauuns
2 HUW neamaTpmm 1 oxpaHbl 300poBbs geteit HKLL N22 drBHY «PHLUX um. akaa. B.B. MeTposcKoron,

MockBa, Poccuinckasa Pepepauma

3 POCCUICKMI HAaLMOHANbHbII MCCREeA0BaTENbCKUI MeAULIMHCKMI yHuBepcuTeT um. H.U. NMuporosa
(Muporosckum YHuBepcutet), MockBa, Poccuiickaa ®enepauns

4 Nep.blit MOCKOBCKUIM rOCY1apCTBEHHbIN MEAULIMHCKNIA yHUBEPCUTET MM. .M. CeyeHoBa
(CeuyeHoBcKuM YHnBepcuTeT), MockBa, Poccuinckas ®eaepaumsa

deHoOMEeH npeHaTalbHOro AeTcTBa
(MeToaO/IOrMA NOCTPOEHUA NPOorpaMmmbi
MeAUKO-NMCUXoNoro-nejarorm4yecKoro
COMPOBOX/AEHUA pa3BUTUA pebeHKa

B AMaje «<MaTb — NpeHaTa/ibHbl pe6eHOK»)

ABTOp, OTBETCTBEHHbI 32 NEPENUCKY:
JlazapeB Muxaunn JIbBOBMY, KaHAMAAT NCUXONOTMYECKUX HaYK, BEAYLLMIA cneuuanicT MOCKOBCKOrO Nejarornieckoro rocyapcTBeHHOro yHuBepeuTeTa
Appec: 119571, MockBa, np-T BepHaackoro, 4. 88, e-mail: mlazarev@mail.ru

O6ocHoBaHHe. B paboTe npmBefeHbl JOKa3aTebCTBa CUXMYECKON KU3HM pebeHKa B npeHaTaibHOM Mepuoge OHTO-
reHesa. ABTOPbl XOPOLLO MOHUMAIOT, YTO [/151 BK/IIOYEHHNS MPpeHaTasibHoro 4eTcTBa B MEeAMKO-NCHUX0/10ro-ne[arormyeckyro
NpaKTUKy Tpe6ylTcs AajibHEeHMLIMe Hay4YHble WCC/Ie[JOBaHWs, a TaKXe LMPOKas Hay4yHasi AMCKYCCHs Mo AaHHOM Tema-
TMKe ¢ HeobX0AMMOCTbIO 3aKperieHUsl IPUANYECKOro cratyca npeHataibHoro pebeHka. Mertogsbl. lpoBeseH aHain3
Hay4YHou nutepatypbl. Pe3ynbratbl. CobpaHa 6a3a AaHHbIX, MOATBEP)KAAOLWAs Haandyne pasHoobpa3HbIX MCUXUYECKMX
v ABUratesibHbiX peakumi npeHataibHoro pebeHka. 3aka4deHune. [lpegctaBieHHble B paboTe JaHHble aloT OCHOBaHMWS
A7 Bbl€€HUS peHaTaslbHoro nepmoga OHToreHe3a B KayecTBe MOJIHOLEHHOro nepuojga AeTcTBa, no3B0oJiss paccma-
TpMBaTb €ro Kak caMblii paHHUI Npu opraHusdaymuu rnpoLeccoB MeANKO-MCUX0JI0ro-negarormyecKoro ConpoBOXAEHNS
pas3BUTHS JETEH, C BO3MOXHOCTbIO OCYLECTBIEHUS MPEHATabHOro NPOrpamMmmMmnpoBaHms 3J0P0Bbs pebeHKa.

KnroyeBble cnoBa: npeHaTallbHbi pebeHOK, npeHaTaslbHoe AEeTCTBO, NpeHaTalbHas KOMMYHUKaUUs, NpeHaTasbHbIN Mpo-
rpaMMUHI 340P0BbS

Ansa untupoBanms: llazape M.J1., Hama3oBa-bapaHoBa J1.C., bapaHoB A.A. ®eHOMeH npeHaTanbHOro AeTcTBa (MeTo010rus

NOCTPOEHMS NPorpamMmMbl MEANKO-NCUXOSIOr0-NeaarorMyeckoro ConpoBOXKAEHUS pa3BUTUS pebeHKa B anage «MaTb — MNpeHa-
TalbHbIM pebeHoK»). leanatpudecKkas papmaronorms. 2025;22(3):355-364. doi: https://doi.org/10.15690/pf.v22i3.2902

BBEAEHMUE

Ye 6onee nonyBeKa B MUMpEe aKTMBHO 06CyKaatoTcs
M [a)ke pa3BMBAlOTCH pas3iMyHble HamnpaBfieHUs nepwu-
HaTalbHOM MCWUXONOTMU W MNEepPUHaTaNbHON MEAWLMHbI.
HakannuBaetca Bce 60/blle Hay4YHbIX AOKa3aTenbCTB
TOro, Yyto pebeHOK B MpeHaTanbHOM MNepuoae OHTore-
He3a o6nagaeT BCEMM MNPU3HAKaMKW 3apoxaatollencs
ncuxmyeckon xusHu (M.K. AHoxuH, Tomac BepHu, [aBug
YembepneH, Muwenb OaeH, puropun bpexmaH n MHorue
apyrune). C yyeTom BoO3pacTalolmux npobiem B obnactu
[EeTCKOro 340pOBbs, C OAHOM CTOPOHbI, W YAMBUTENbHbIX
pecypcoB npeHaTanbHOro Nepuoaa, KOTopble CEroAHs yKe
CMeSI0 MOXKHO Ha3BaTb «MpPeHaTaibHbIM PECYPCOM 3BOJIO-
UMn», — C OAPYron, npuiuna nopa MMpPOBOMY COO6LLECTBY
Ha caMOM BbICOKOM YpOBHe 06CyAuTb BOMPOC O cTaTtyce
npeHaTanbHOro pebeHKa: B PUIOCOPCKOM, ITUYECKOM,
IOPUANYECKOM, PENNTMO3HOM, KYJbTYPHOM, MCUXOSIOrnye-
CKOM, MEAULIMHCKOM M Negarornyeckom acnektax. [pobun
yac Ons WMPOKOW Hay4yHOW M OOBLIECTBEHHOWM OMCKYCCUM
no NoBoay HeO6XOAMMOCTH MPU3HaHUA pebeHKa B NMpeHa-
Ta/bHOM BO3pacTe NO/HOLEHHbIM PEGEHKOM, a MpeHaTab-
Hbl MEpPMUOA OHTOreHe3a — CambiM NEPBbIM U MONHOLEH-
HbIM MEPUOAOM AETCTBA. TN MAEUN LUMPOKO 06CYyKaatoTcs

yXe B Te4yeHue 7 net Ha [MnnoKkpaToBCKOM GOpyme, OpraHu-
3yemMOoM Komuccuen no 6muoatuke PrIL, 1 npoxoaswem B AHU
pa6oTbl KoHrpecca neguatpoB B MockBe. Hactano Bpems
NPOBECTU PEBU3UI0 3HAHWUM 4YenoBeyecTBa MO Bomnpocam
npeHaTtanbHOro AeTcTaa.

®OPMUPOBAHMUE AOKA3ATEJ'IbHOﬁ BA3bl
HAJIMMUSA NPU3HAKOB NCUXUYECKOM
AEATE/IbHOCTU Y NPEHATAJ/IbHOIO PEBEHKA
WcTopusi YyenoBeKa Ha AEBSITb MECALIEB
MpeaLecTByYET ero POXKAEHMIO.
Camtoan Tennop Konbpuar

Mpob6nema npeHaTanbHOro pasBUTUA WHTepecoBana
dunocodpoB c rnybokow ApeBHOCTU. Tak, aBTOp Teo-
pun «Tpex NnenecTtkoB» ApeBHUN dunocod OTomMaH3a-
Apayw laHuw nucan ewe 6onee 6 ThiC. NeT Halaj
B «PpPEHONOrM4eCcKOn AUarHOCTUKE TemnepameHTar,
4YTO KaxAablh UHAMBUAYYM UMEET TeMnepamMeHT, COOTBET-
cTBylOWMIK 6a3e, 3aN0XKeHHOW Ha 28-1 AeHb nocne 3aya-
TUA U CBA3AHHOW C BHEWHWM (AbiXxaTenbHaa QYyHKLMA),
BHYTPEHHUM (MUTaTenbHaa GYHKLMSA, MOYKa) U CPEeaHUM
(reHeTMYeCcKUe opraHbl) nenectkom [1].
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B coBpeMeHHOoI n1TepaType onmMcaHo JoCTaTo4HO MHOIO
$aKTOB, CBUIETENbCTBYIOWMX O HANW4YMU B NpeHaTalbHOM
nepuoae ncMxodU3nMONOrMYECKHUX MPOLLECCOB, MO3BOJSIO-
LMX FTOBOPUTb O BO3PACTHbIX 0COBGEHHOCTAX 3TOro Nep1oa.

Ponb ceHCOpPHOW CTUMYNALUU

B NpeHaTajlbHOM CUCTEMOreHese

Mpn n3yyeHUM MPOLLECCOB CTAHOBNIEHUSA LEHTpPasbHON
HepBHOM cucteMsbl (LLHC) B Xoie npeHaTanbHOro oHToreHesa
aBTophbl [2, 3] yKasbiBatloT Ha aganTUBHOCTb M NAaCTUYHOCTb
mo3ra. Cpean paboT, M3y4valowmx AaHHYlO OCOOEHHOCTb
npeHaTaNbHOro HemporeHesa, cleflyeT nNpex e Bcero Bblae-
NIUTb NPEeaNoXKeHHYI0 B KoHLe 1970-x rr. Ho6eneBCKMM nay-
peatom [IxepanbAoM denbMaHOM TEOpUIo HeMpodapBu-
HU3Ma, npejanosiaratoLLyio JerCTBUe MexaHM3mMa CefleKLUnn
Ha ypoBHe Hemnporpynn, coctosaumx u3 50 — 10 000 Hewnpo-
HOB. [laHHble rpynnbl CHavana Yepes nepBUYHbIN Helpope-
neptyap, 3aTem Yyepes BTOPUYHbIN — C OTOGPAHHLIMU HEeW-
pouensiMM — Ha OCHOBE 06paTHbIX CBA3en obecneynBatoT
NPOCTPaHCTBEHHYIO U BPEMEHHYIO KOppensaLmio cobbiTuw [4].

MHOro Hay4HbIx pab0oT MOCBSALLEHO UCCNE[0BAHUSAM BO3-
MOXHOCTEN CEHCOPHOrO Pa3BUTUSA MpeHaTanbHOro pebeH-
Ka, B YaCTHOCTW BKYCOBOIO aHanuM3aTtopa W aKTa roTaHus
[B], 3puTenbHoOro aHanusartopa [6], CNyxoBOro aHannadaTopa
[7] v ppyrux opraHoB 4yBCTB [8]. AKTUBHO pa3pabaTbiBa-
l0oTCA MeTOoAbl TECTUPOBAHUSA 3PenocTU BHYTPUYTPOGHOIO
peb6eHKa M HOBOPOXAEHHOro [9]. ABTOpbI MoA4YepPKMBaIOT,
4YTO AN HOPManbHOro pPa3BUTUA NpeHaTanbHoOro pebeH-
Ka HeobxoauMMO onpejefieHHOe CEHCOPHOE BO3JeNCTBUE
(«ceHCcopHbIM NPUTOK» — Mo onpeaenenuto T.H. MangpeHKo),
obecrneynBatollee HopmasbHOE pPa3BUTME TOW WKW WUHOM
dyHKLMOHanbHOM chepbl [10].

MMEHHO CEHCOPHbIN NPUTOK 06YCN0BAMBaET Ha4vano
GopmMMpPOBaHUS MCUXMYECKUX NPOLLECCOB, HaIM4YMUE KOTOPbIX
noATBepKAaeTCcs CNOCOBHOCTbIO BHYTPUYTPOOHOIO pebeH-
Ka K BOCMPUATUIO U1 KOMMYHUKaLMK, C BO3MOXHOCTbIO Hop-
MUPOBaHUS NpeHaTalbHbIX NOBEAEHYECKUX MOJENEN B paM-

Kax MpoLLeccoB MpeHaTanbHOro cuctemoreHesa. [JaHHoe
HanpaBfieHWe OMNUMCaHO B WCCNeA0BaHMAX aKagemuka
MN.K. AHoxuHa v npeactaBuTenewn ero wKonbl (K.B. Cynakos,
E.Jl. Tony6eBa, H.H. KoHKkuH, T.N. Benoa, K.B. lyneikuHa,
C.A. Hagupawsunu, C.H. XawoTuH, K.B. AHOXMH W nap.),
a Take B paboTax ApYrMx OTE€YECTBEHHbIX U 3apyberKHbIX
ydyeHbix: H.A. bepHwTenHa, W.A. Apwasckoro, IB. fAublK,
[H. Tony6eson, X. JlarepkpaHTua, [. YembepneHa, rpyn-
nbl y4eHblXx MHcTuTyTa ncuxonormn PAH (H.H. ABpaeeBa,
0.C. AgpvaHos, A.N. bopaBoBa, 0.B. bopuceHko,
B.C. Kecapes, C.10. MeuepsikoBa, M. HuKknTHHa,
M.H. NMocukepa, T.A. CTporaHoBa).

34echb cnefyeT OroBOpPUTLCSH, HYTO TEPMUH «NpeHaTasb-
HbIN (MK «BHYTPUYTPOOHbIN») pe6EHOK» LUMPOKO UCMOMNb3Y-
€TCsl OTe4YeCTBEHHbIMM MeauaTtpamu nocnegHue nontopa
necsaTtka net. Ecnu BaymaTbes, TO «niog» (0603HaYatoLnm
dPYKT Ha AepeBe) 1 «N104» KaK XMUBOE CYLLEeCTBO 40 CBOEro
BbIXx04a U3 MaTEPUHCKOro opraHMama 0603HavaloTcs OgHUM
M TEM e CMI0BOM TOMbKO B CAaBSAHCKOM rpynne f3blKoBs!
B ocTanbHbIX ciydasx gnsg 0603HAYEHUS ITUX TaKMX pas-
HblX KaTeropui Ucnosb3ytTcs COBEPLLIEHHO pa3Hble C/0Ba.
[MoaTomy HanpawnBaeTcs BbIBOA O HEOOXOAMMOCTH 3aMeHbI
HenpuUrogHoro Ans 0603HavYeHns }KMBOro pebeHKka TepMuHa.
34ecb BO3HWKaeT psif OPUAMYECKUX KOMIU3UK, KOTOpble
OyayT obcyxaeHbl oTaenbHo. OgHaKo AN AaHHOM cTaTby
aBTopbl NO3BOAMAM cebe UCMob30BaTb TEPMUH «BHYTPU-
YTPOOHbIN/NpeHaTanbHbli peBEHOK.

MccnepoBaHus pasnnyHbiX aBTOPOB AEMOHCTPUPYIOT
3Ha4YMTENbHOE BAWSHWE pPaHHEN CEHCOPHOM CTUMYNAUMK
Ha onepexatlollee CTaHOB/IEHWE LENoro psga QGyHKUuK
pa3BMBalOLWErocs opraHn3ma, 4To NoATBEpAaeT paspa-
60TaHHble B wkKone [.K. AHOXMHa nNpeacTaBfEeHUs O KOH-
conupauunn GyHKUMK B opraHuame [11], cornacHo KOTopbiM
B aMOpuroreHese He TONIbKO CO3PEBAIOT Te UK UHble QYHK-
LMOHaNbHbIE CUCTEMBI, HO U BO3HWKAET COCTOSIHWE FOTOB-
HOCTHM K UX peanun3aumun. 0Co6eHHO aKTUBHO 3TO OTMeYaeTcs
BO BTOpPOW NonoBuvHe 6epeMeHHOCTH, KOoraa y npeHaTalib-
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HOro pebeHKa MPOUCXOAMUT GYPHbLIM POCT acCOLMaTUBHbIX
cuctem moa3ra [12].

Ecnn yyecTb, 4TO NOBbIWEHWE OpraHU3aLMK 4enoBeka
(apomop®d03) NpUBENO K 6OJbIIMM U3MEHEHUSIM CTPYKTYpPbI
LUHC, a 3aKknafKa KOPKOBOWM NIACTUHKM NPOMCXOAUT Ha paH-
HUX cTagusax passutua LLHC, MoxHO nonaratb, 4TO duno-
reHe3 aMOpMUOHaNbHOIO Pa3BUTUS OCYLLECTBASETCS MO TUMY
apxannakcuca [13] 1 4TO 3BONOLUMS, Maywas nyTem Msme-
HEHWS paHHUX CTaguiM OHTOreHesa, No MHeHuio B. MapcTeHra
(1922), aBnaetcs HeoreHesom [14].

[oBOpPS B LENOM O 3HAYeHWM cucTemoreHesa B obLem
OHTOreHe3e YenoBeKa U XMBOTHbIX, Lies1ecoobpas3Ho B pam-
Kax Hawem paboTbl NPUBECTU BbiCKa3blBaHWS aHTpononora
0.l LLleB4EHKO O TOM, 4TO CUCTEMOreHe3 — 3TO He TOSIbKO
MeXaHW3M, NoAroTaBAMBalOLWNIA OPraHM3M K onpeaeneHHon
9KOMIOTMU HOBOPOXAEHHBIX, HO U daKTop, onpeaenstowmmn
HanpaBfieHMe U Temnbl 3BoMoUMK [15]. 3TK 1 apyrue nony-
YeHHble JaHHble CBWAETENbCTBYET O GYHKUWMOHMPOBAHWMM
BHYTPUYTPOBGHOro pebeHKa Kak e4MHOro LLenoro opraHuama
elwe A0 OKOoHYyaTenbHOro opopMneHus byHKLMOHaNbHbIX
CUCTEM /151 MOC/IEPOAOBON }HN3HU CO BCEW cneunduKon ee
3KOJIOrMYecKumx ycnosum [13].

Bo3moxxHocTu popmMmupoBaHUa GUOPUTMOB

¥U3HeaeATe/IbHOCTU BHYTPUYTPOGHOI0 pe6GeHKa

3HauyuTeNbHOE KONMYeCcTBO PAabOT MOCBSALLEHO U3YHEHMIO
npoueccoB GopmMuMpoBaHUS GMOPUTMOB B MNpeHaTasbHOM
OHTOreHese. Psja nccnefoBaTenei ykasblBaloT Ha Hanuyve
Yy BHYTPUYTPOOHOro pebGeHKa CcamMOoCTOSATE/bHbIX GUMOPUT-
MOB, HE3aBUCUMbIX OT GMOpPMUTMOB MaTepu [16]. [Apyrue
nonarapT, 4TO «BMONOrMYECKUE Yacbl» BHYTPUYTPOBHOrO
pebeHKa oTpaatoT BAUSIHUE BHeLUHe cpefbl. bbino BbiCKa-
3aHO MNpPeLnoNOXKeHUe, YTo «pUTMbl GYHKLMOHMPOBAHUS
KOpbl HaAMO4YeYHWKOB MaTepu OKa3blBalOT CUHXPOHWU3W-
pylolee JeNCTBME HA PUTMbl HaANOYe4YHUKOB ee pebeHKa
no MexaHWM3My oTpuuaTenbHOM 06paTHON CBSA3U B cUCTEME
«rMnodmn3 — Hagno4vyevyHunkm». M ganee: «MoxHO npeanosno-
WTb, YTO UMEHHO PUTMUYECKUE MBMEHEHUST MATEPUHCKUX
rOPMOHOB ABASIOTCA BOAMTENEM (MM CUHXPOHMU3ATOPOM)
UMpKagmMaHHoro putma y nnoga» [17], B TOM YMUCne CUHXPO-
HM3aTOPOM CPOKa M npoLecca poaos [18].

B nccnepoBaHmax 66111 yCTaHOBAEHbI NEPBUYHbIE, Yepe-
aylowmecs mexay co6on 22-MUHyTHble GMOPUTMbI KU3HE-
[eATeNnbHOCTU NpeHaTanbHOro pebeHkKa ¢ NoBbllEeHNEM ero
aKTMBHOCTK B nepuog oT 21:00 go 24:00 [19].

ABuratenbHble peaKkum NpeHaTaabHOro pe6eHKa
[oBOpSA O npuynHax aBuratesibHon (MoBeAeHYECKOW)
peakunn BHYTPUYTPOOGHOro pebeHKa 4enoBeKa W NiogoB
KMBOTHbIX, UCccnefoBaTenn onucbiBaloT Lenbii pag daKTto-
poB. TaK, AaHHble AKCNEPUMEHTOB HaA XWMBOTHbIMWU MOKa-
3bIBalOT, YTO NoBeeHYEeCKas aKTMBHOCTb MA0A0B MOPCKMX
CBMHOK MOXeT BO3HUKaTb CMOHTAHHO, HE3aBMCUMO OT BHY-
TPEHHUX U BHeWHWx adpdepeHTauun B BUAE MNEPBUYHbIX
PUTMOB BO36YXAEeHMS, OOHapYXeEHHbIX paHee Ha nnogax
KpbIC, KypWHbIX amb6puoHax [20]. [dpyron pona OBUMKEHWUN
BO3HMKaeT noj BausaHuem noctynawowmx 8 LHC BHyTpeH-
HUX W BHELWHWX CTUMYNOB, OAHUM M3 KOTOPbIX ABASETCS
M3MeHeHMe razoBoro coctaBa KpoBw (TMNOKeKs, achuKeus),
KOTOpOE BbICTYNaeT KaK MCTOYHMK BHYTPEHHEN MOTUBALIUH,
B/MSAS Ha MOBEAEHYECKYID aKTMBHOCTb pebeHKa. bonee
TOro, BbICKa3blBanoCh NPeAnonoXeHne, YTO KpaTKOBPEMEH-
Has BHYTPUYTPOOGHAs TMNOKCUS ABNAETCHS HeOo6XOAMMbIM
ycnosuem Ans pasButus pebeHKa, BbICTynas B KayecTBe
TpeHupytowero daxktopa [21].
HeKkoTopble aBTOpbl, FOBOPA O BAWSHWW TUMNOKCUMU
Ha ABWMXXEHUS BHYTPUYTPOBHOIO pebeHKa, yKaszanu Ha Hanu-

yne y nnoga MOPCKOM CBMHKM B KOHUE NpeHaTasbHOro
nepuoga AbixatenbHon moTuBaunn. Kpome T0ro, 66110 Tak-
€ MOKas3aHo, YTO XpoHMyecKas achUKCUS nNnoja MOPCKOM
CBMHKMK, COMpoOBOXAatlowasncs yxyalweHWeM noKasatenen
KPOBW, Bbl3blBaeT YrHeTeHWe ABUraTenbHOM aKTUBHOCTW.
Bblfno BbIIBNEHO 3HA4YeHWe B ABWUraTe/lbHOM aKTUBHOCTM
nnoga BHelWwHWXx addepeHTauun. B yacTtHocTH, crnocob-
HOCTb pearnmpoBaTtb Ha BHELLHIO 3IKCMO3ULMIO Ha BO3yxe
AbIXaTeNbHbIMU ABUXEHUAMU B Cly4ae Hanuyins MoTuBaLm-
OHHOrOo BO36YXAEHWS NOABAAETCS Y N104a MOPCKON CBUHKM
C KOHUa 8- Hen 6epemeHHOCTHM [13].

MN3yyas MbllLeYHYI0 4eATeNbHOCTb, UCCnefoBaTeNn oTMe-
YatoT, 4TO OHa ABAAeTCs GU3NONOTMYECKUM METOLOM CTUMY-
NAauUMM BCcex cuctemM opraHuama [22]. MNpu atom dopmupyeT-
cs1 GU3MONOrMYEeCKOe COCTOSTHME, MPU KOTOPOM HapyllaeTcs
«OMeOCTa3 MoKOos» U BO3HUKAET «romeocTasd AewCTBUS»,
OCYLLECTBASIOWMNIA dHEepreTnyeckoe obecrneyeHne Mmblley-
HOW fesATeNbHOCTH, 4TO, B CBOIO 04Yepeab, BOCCTaHaBAMBaeT
«roMeocTa3s noKos» [23]. 3Ta 6GUonornyeckas CywHoCTb ABK-
KEHUs, Korga ocOB6eHHOCTU (YHKLMOHMPOBAHUSA CKeneT-
HbIX MbIWL, Ha KaKAOM Mnepuoge OHToreHesa onpeaensior
0CO6EHHOCTU GYHKLUMOHMPOBAHMSA BCEX CUCTEM OpraHms-
Ma, 6bla Ha3BaHa M.A. ApwaBcKuUM [24] aHepreTM4yecKum
NPaBW/IOM CKENETHbIX MbIWL, B KOTOPOM AeKnapupyetcs,
4YTO Kaxaoe ABuxKeHue asnseTcd GakTopoM GyHKLMOHanNb-
HOW MHAOYKUMWU M3ObITOYHOro aHabosimM3ama, ¢ OAHOW CTOpPO-
Hbl, MPOSIBASIOWEr0Cs B HaKOMNJIEHWM MaccChl U N3BLITOYHOM
3HEpPrun, ¢ Apyron — yBenM4MBalOLWLEro CBOGOAHYIO 3HEp-
rmo. MIHbIMKM CnoBaMu, COCTOSIHME M pa3BUTUE OpraHuama
Ha KaX[oM aTane oHTOreHe3a AeTepMUHUPYETCSH PYHKLIMO-
HUMPOBAHWEM [BUraTeflbHOro aHanuadaTtopa, MHAyuMupytoLle-
ro U36bITOYHbIM aHab0N3M U BOCCTAHOB/IEHWNE KIIETOYHbIX
CTPYKTYP M MOTPAYE€HHOW 3HEPruu, YTo NPUBOAMT K POCTY
opraHuama 1 ero passuTuio [25].

Mo mHeHuto WN.A. ApluaBCKOro, akTMHO- U MUO3UHOMO-
[O6GHbIE HUTK (COKpaTUTENbHble 6EeIK1) NPUCYTCTBYIOT YXKe
B 3UrOTeE, U UX COKPALLEHNE PETUCTPUPYETCS KaK ABUraTenb-
Has aKTMBHOCTb. PU3NONOrMYECKUe OTNPaBEHUS 3UTOTbl
OCYLLECTBAAOTCA C 3aTpaToM 3HEPruu, COnpoBOXKLAEMOM
obefHeHMeM uuTONIa3Mbl MAacTUYECKUMKU BellecTBamu
W 9HEPreTUYeCKUMMU pecypcamu. ITO U ABASETCH IHAOrEH-
HbIM CTUMYNOM [ABUraTenbHOM aKTUBHOCTW, C OLHOM CTO-
pPOHbI, o6oraljatolen cpeay, OKpyKalowylo 3uUroTy, yayy-
watowen anddysunio n nonyyeHne na cpedbl NUTaTENbHbIX
BEeLWeCTB ¥ KMCNopoaa (IHepPruu), ¢ Apyron CTOPOHbI, UHAY-
umpyrowen n3bblTOYHbIM aHaboNM3M AN pocTa U pas3BUTHUS.
B pesynbrate NnponcxoanT akTnBaums cuHteda PHK n uuto-
nnasmaTnyeckunx 6enkoB. OTcloAa BbITEKAET, YTO ABMKEHME
no NPUYMHE IHLOrEHHbIX METabOoNMYECKMX NPOLLECCOB BO3-
HUKaeT 04HOBPEMEHHO C 3apPOXKAEHUEM OpPraHu3ma.

B aTOM e Kntove onucbiBan agBuxkeHue H.A. bepHLTeNH,
cymuTas, 4T0 aKTUBHOCTb OpraHn3mMa — 370 60pb6a 3a HeraH-
TPOMNMIO (3HEPTreETUYECKYIO YCTOMYMBOCTb OpraHnama) [26].

[aHHylo nosuumio 3aHumaeT u [LH. lony6ea, nonaras
3HAOMEHHYIO MPUYUHY TNaBHOW MPUYMHON ABUraTebHOM
aKTUBHOCTU BHYTPUYTPOGHOIO pebeHKa (M3MEHEHMS rOMeO-
CcTasa B CBA3M C obefHEHMEM BHYTPeHHEN cpepbl), Toraa
KaK B NOCTHaTanbHOM Nepuoge UCTOYHUKOM ABUraTenbHOn
aKTMBHOCTM yKe poamnsLuerocs pebeHKa Bce 60blue CTaHo-
BATCHA BHelWHWe dpakTopbl [27]. MonyvyeHHble AaHHbIe NO3BO-
NN aBTOPY YTBEPKAaTb, 4TO 06 aganTaLMOHHbIX pe3epBax
opraHvM3ma npeHaTanbHOro pebeHKa MOXHO CYyAuTb NO ero
CO6CTBEHHOM ABUraTeNibHOM aKTMBHOCTHU, KOTOpas, B CBOIO
oyepeab, 3aBUCUT OT ABUraTeNlbHOM aKTUBHOCTU GepemeH-
HOM eHLWMKHbI [28]. Mpu 3TOM, KaK 0TMeyvaloT Apyrve aBTo-
pbl, MEXAY HEPBHOM M MbIWEYHON cMCTEMaMK B npoLec-
ce npeHaTanbHOro pasBUTUSA MMeeTcs B3anMo3aBUCHMas
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g SHORT REPORTS

KPATKUE COOBLUEHUA

WHAOYKUMS, NPOSBASOWANACS B NOBbLILEHWN YPOBHSA ABUra-
TENbHOW 3PENOoCTU C KaxAblM 3TanoM pasBWUTUS OTAEN0B
LHC [29].

HecMoTp$ Ha TO, 4TO NpeHaTaNbHbIM pe6eHOK ABUraeTes
OKO0J10 1 pa3a B MUHYTY, KaK Noka3aHo B paboTe J.A. DiPietro
n coaBT. [30], 6epeMeHHasi MOXET No4YyBCTBOBaATb He 6osee
16% ero aBuxeHun [31].

C Apyron CTOPOHbI, ANS PaHHUX ABUraTefbHbIX peakuui
[OCTaTO4HO paHO CO3peBaloT COOTBETCTBYKOWME OTAENbI
Mo3ra: 60nblMe NoaylWapus, CTBOJ, XKenyao4Ku, CIUHHON
MO3r — K 3-My mec 6epeMeHHOCTH, 60po3abl 6ONbLINX
noaywapun — K 5-mMy Mec, JOMUHUPOBaAHKE BbICWKX OTAE-
noB LULHC — K 6 mec [32]. Npun 3TOM BECTUBYNSPHbIA anna-
par, aBAssCb Hanbonee reHeTUYeCKn paHHUM PeLenTopoM,
LOCTUraeT cTeneHu 3penocTu B3POCIOro YeflOBEKA YkKe
K 6—7-My MeC BHYTPUYTPOOHOM KUIHW.

BbiiBNeHHas roTOBHOCTb MO3rOBbIX CTPYKTYp MO3BO-
ngeT npeHaTanbHOMY pebeHKy HavyaTb ABUraTbCs YyKe
¢ 7-8-n Hen 6epemeHHOCTU. lMocTeneHHo (16-18-9 Hen)
[BMXXeHUs 3amedvaeT cama Mama. K 20-i Hep pebeHoK
coBepuiaeT 4o 200 aBMKEHUN, a K 32-1 He — okono 600
[IBUXXEHWI 3@ OAHU CYTKM [19].

[TOMUMO KOMMYECTBEHHbIX XapaKTEPUCTUK ABUKEHWUH,
nuccnepoBaTtenen TakKe WMHTepecoBanW MX KayecTBEHHble
nokazartenu. HabnwogeHusa Hag XUMBOTHbIMM MOKa3anw,
4TO Yy NI0AA BbISBASETCS LEeNbli psg ABUraTenbHbIX Wabno-
HOB, TaKMX KaK JIOKOMOTOpHbIE peaKuuun, HanomuHaoLlme
x0Ab0y, NnaBaTebHbIe ABUMKEHUS, LMKIIbI AblXaTeNbHbIX PUT-
MOB, BAOXM, MbllleyHble notaruBaHus [13]. Mpu M3yveHun
OTAENbHbIX ABUXKEHUI B npoLecce npeHaTalbHOro0 OHTOre-
He3a B 3KCNepMMeEHTax Ha XXMBOTHbIMM Oblfl TaKXKe OnucaH
deHOMEH «BbINPSIMAEHUS nnoda» B Mpouecce ero pocta
1 pa3BuTnsa. JaHHbln deHoMeH uccnegosaTeniaiMu Gbin Onu-
CaH KaK «cucTema BbiNpsMAeHUs nnoga», Kotopas urpaet
BaXHylO poO/ib B MpoLecce pofoB, a caMu poAbl, B CBOIO
oyepeab, Takxe MOryT paccMaTpmuBaTtbhbCs Kak ocobas GyHK-
LMOHaNlbHas cucTeMa — «CUCTEMA POXKaeHMsa nnoaa» [13].

AHanuM3 KadvecTBa [ABUXKEHWM Yy npeHaTanbHblX AeTen
nokasas, 4To CHavyana ABWXXEHUS HOCAT XaOTUYHbIN Xapak-
Tep, HO Ha NO3A4HMX CPOKax OHM NpuobpeTaloT Bce 60Jb-
Wyl ynopsiaoveHHoCTb. bblno caenaHo npeanonoxexwue,
4YTO CTeneHb BblPa*KEHHOCTU ABUraTeflbHOM aKTUBHOCTHU
npeHaTtanbHOro pebeHKka MMeeT MPOrHOCTUYECKYIO LIEH-
HOCTb A4NS1 MOCTHATaNbHOrO Pa3BUTUS AETCKOW MOTOPMKM
[33]. NoaTBepaeHMEM AaHHOrO BbiBOAA MOXET SABASTLCHA
daKT TOro, 4TO CMMHHOM MOS3I K POXKAEHUI0O — OHTOreHeTU-
yecku 3penbint otaen LIHC [34].

CnepayeT TaKXe yNomsHYyTb O BbIIBIEHHOW B X0A4€e Ucchne-
[LOBaHWM 3aBUCMMOCTW ABMUraTenbHOM aKTUBHOCTU MpeHa-
TanbHOro pebeHKa OT pexunma npuema nuum 6epemeHHon
KEHWMHbI. Mpn perynspHoM nNuTaHuMM OTMeYeHo He 6onee
3-4 weBeneHUn B 4ac, Torga Kak npu 601blOM nepepbl-
Be — Ao 8-10 4y — aBuraTenbHas aKkTMBHOCTb Bo3pacTaeT
no 50-90 weBenenun [35].

OMoOLMOHA/IbHbIE peaKLuUu BHYTPUYTPOGHOIO

pe6eHKa u popmupoBaHMe NpeHaTaibHbIX KBAHTOB

noBegeHus

B nocnegHve gecatuneTns ¢ NoMolLbio YNbTPpa3ByKOBOI0O
uccnenoBaHuns (Y3M) yctaHOBNEHO Hannyune y npeHatasibHo-
ro pe6eHKa NepBMYHbIX 3MOLMI, NPOSABASIOWMXCA B BUAE
rpumac, BAOXOB, OTKPbITUS U 3aKPbITUS rNa3, MUMUKK, NOXO-
eW Ha nnady. BbiiBNeHbl TakMe aMOLMOHaNbHble peaKLuu,
KaK aKTMBHOE NpoOYyXKAeHWe, CNoKoMHoe npobByXaeHue,
6o4pCTBOBAHME U CMOKOMHBIM COH. [1pX 3TOM BbiCKa3blBaeT-
Ccs NPeAnosioXKeHne, YTO B 3TOM COCTOSAHUMU BHYTPUYTPOOHbIN
pebeHOK Aaxe MOXeT BWAETb CHbl, NPUHMMas BO BHWMa-

HWe, 4TO 6blNK cAeNaHbl 3anucu 6bICTPOro ABUKEHUS rnas,
TUNUYHOTO AN CHOBUAEHUN. «HaayTble rybbl, XMypbli BUA,
HanpsXXeHWe MblWL, BOKPYT a3, accouunpyemble ¢ niadvem
pebeHKa, 3adMKCMPOBaHbI yXKe Ha WecToM Mecsue 6epe-
MeHHOCTU» [36].

MonyyeHHble faHHble OOBACHAT BblABUHYTOE 3HaYu-
TeNbHO paHee akagemMuKoMm [.K. AHOXWMHbIM Npeanosnoxe-
HME O TOM, YTO B OpraHM3Me BHYTPUYTPOOGHOro pebeHka
3aroTaBAMBaloOTCS «BNPOK» GOPMbl AEATENBHOCTU, KOTOPbIE
noTpeobytoTcs emy nocne poxaeHus [37]. UMeHHO amoumo-
HanbHble peakuuMm MOryT 6biTb GYHKLMOHANIbHONW OCHOBOM,
obecneynBaroLLen NONHOLIEHHYIO ajanTaLmto NpeHaTanbHo-
ro pebeHKa K ycloB1UaAM MaTepPUHCKOro opraHMama 1 BHel-
HUM CEHCOPHbLIM CTUMYNaM.

B passutne naen MN.K. AHoxnHa akagemuk K.B. CynakoB
chopmynnpoBan npeacraBneHns o GopmMUpoBaHUM B xoae
cucTeMoreHesa KBaHToB nosefeHus [38], 3aknafgka KoTo-
pPbIX MOXET MPOMUCXOAMTb C MEepPBbIX MeCHALEB recrtauuu
yepes 0cobbl NpeHaTtasbHbli MexaHU3M, GOPMUPYIOLLMI
aKkuenTop pesynbraTa AENCTBUSA U UMEIOLLUA MMMPUHTUH-
roByl0 OCHOBY. [JaHHOE NOJSIOXKEHWE MOATBEPKAAET BbICKa-
3biBaHMe W.A. ApluaBcKoro (1985) o 3aKknagke «BpOXAeH-
HblX 3aJaTKoB» B 06pa3ylOWMXCH MO3TOBbIX CTPYKTypax
BHYTPUYTPOOGHOro pebeHKa, a He B ero reHome. lNpu atowm,
KaK NoKasa/n 9KCNepUMEHTbI Ha KMBOTHbIX, «y N04a B npe-
HaTa/lbHbIX YCNOBMAX NOBeAeHYecKass aKTMBHOCTb BO3HM-
KaeT KaK 6e3 y4yacTus CTUMY/JIOB BHELWHEN U BHYTPEHHEN
cpeabl, Tak U noA Ux BausHuem» [13].

deHoOMeH npeHaTalibHOW NaMATH

BHYTPUYTPOGHOro pe6eHKa

OaHoM 13 Hanbonee AUCKYCCUOHHBIX NpoGaem aBaseTcs
npo6ieMa namsaT BHYTPUYTPOGHOMO M HOBOPOMKAEHHOIO
pebeHKa. AMepuUKaHCKKin uccnegosatens T. BepHu, cumtas,
4YTO «peBEHOK MOMHUT U CO3HAET elle A0 POXKAEHUS», NPU-
BOAMWT CTaBLUMM yKe XpecToMaTUMHbIM NPUMeEP TaKoM nams-
TH, Korga pebeHOK nocne poxaeHus cpasy ycrnokauBascs
nocne Toro, Kak Mama XeneH Ha4ynMHana netb emy Konbl6esnb-
Hyl0 MEeCHI0, KOTOPYIO OHa nena emy elle 40 poxkaeHus [39,
c. 11, 15].

B cneuunanbHon nutepatype NpPUBOAUTCS GONbLIOE KOMM-
4eCTBO MPUMEPOB, AEMOHCTPUPYIOWMX B TON WK UHOM mMepe
Ha/Inymne NPU3HaKOB NpeHaTasbHOM NamMSATH Y eLle He POXKAEH-
Horo pe6eHKa. OgHMM M3 Hanbonee YacTo NPUBOAUMbIX MPU-
MEepPOB, AEMOHCTPUPYIOWNX HanuymMe npeHaTanbHON namsTy,
ABNSETCS ynydleHne noBeLeHUs HOBOPOXKAEHHOro pebeHKa
npv MpocnywMBaHMM MM 3anucu 3BYKOB cepaua maTtepw,
KOTopble 6blM caenaHbl Bo BpeMsa 6epemeHHocTy [40].

M3yyeHne deHomeHa npeHaTasbHOM NamM4aTW, B 4yacT-
HOCTM WMMMNPUHTUHIOBOE BAWSHME 3BYKOBOIO MpeHaTasb-
HOroO OnblTa Ha nocneaylolwne MoAenn NoBeaeHus nocne
POXKAEHUS, NMPOBOAMTCH HE TONIbKO y YE0BEKA, HO TaKXKe
W Y XMBOTHbIX. TaK, HanpMMep, U3BECTHO, YTO «E€C/N Hacea-
Ka, OTHOCHWANACS K HeNneB4YMM MTULAM, BbICUXKMBaET anua
neBYewn, TO BbIYMUBLUMECS NTEHLbI CUIbHO PUCKYIOT OCTaTb-
cs 6earonocbiMu. <...> Korga Hacegka neByew NTULbl BbICK-
KMBaeT siua neByYer NTuubl APYron MOpoAbl, TO NTEHUbI
MOTYT MeTb TaK, Kak NoeT NTuua, 4To UX BbicaxuBana» [41].
Pag aBTOpoB NPMBOAAT TaKxe npumepbl GUKcaunm npeHa-
TanbHbIM PEeBGEHKOM TeNeCHbIX (B TOM 4ucie oTpuuaTeb-
HblX) peakuui, NMPOMCXOAMBLUMX B Tefle maTepu, KoTopble
XOTS1 M C TPYAOM YKNafblBalOTCA B PaMKW AOKa3aTesNbHOM
MEeAULUMHbBI U NMCUXONOrMK, OLHAKO BbI3bIBAIOT XMBOW UHTE-
pec uccneposartenen. Tak, Mankn JlInbepmaH onucbiBaeT
HabnogeHue, Korga BHYTPUYTPOOHbIM pebeHOK nposiBaseT
npu3Hakn 6ecnoKoncTBa, 3aperucTpupoBaHHble B BUAe
y4YalleHUss 4YacToTbl cepaeyHbix cokpalleHun (HCC), paxe



NpW MbIC/IM MaMbl O TOM, YTO OHa coBMpaeTcs 3aKypuTb [42].
He mMeHee CnopHbIM MOXHO cYyuTaTb CTaBLUMM AOCTATOYHO
M3BECTHbIM B MociefHue AecaTuneTus Metoh BOCMNOMMU-
HaHWW B3POC/bIX Nll0AER O CBOEM MpeHaTanbHOM JeTcTBe
W nepuvoge poaoB, BO3HWKAKOLWMX No4 BO3AENCTBUEM Hap-
KoTuyeckoro Belwectsa JICA [43, 44]. MoaYyepKHEM, YTO AaH-
HbI METOA, HECMOTPS Ha UHTEPECHbIe HabNoAEHNS, B CBA3MK
¢ npuemoM JIC/] He MOXKeT He Bbl3blBaTb BONPOCOB B 06Na-
CTW LEOHTONOMMKN 1 06LLEYENOBEYECKON ITUKM.

CnyxoBoi aHanM3aTop U peaKLuu NpeHaTalibHOro

pe6GeHKa Ha My3blKasibHOe BO3elCcTBUe

Haunbonee 3penon 30HOW KOpbl GOMbLUIMX MNONyWwapum
HOBOPOXAEHHOMO ABASETCA cnyxoBas — 41-e LMTOapXUTEK-
TOHMYecKoe none no bpoamary [45]. C ogHON CTOPOHbI, 3TO
MOXKET ObITb PE3YNLTAaTOM TOr0, YTO CEHCOPHO-aKycTuYecKas
CTUMYNAUMA B 3MOGPMOHANbHOM Mepuode KOHTponaupyeT
N ycKopsieT meTabonnyeckre npoLuecchbl pa3BuBatoLLerocs
opraHuama [13]. C apyron CTOPOHbI, 3TO NOAYEPKMBAET BaX-
HeWwyl ponb opraHa crnyxa B GOpPMMPOBaAHWUM MNCUXMYE-
CKMX MpOLLeCCOB Yy NpeHaTanbHoro pebeHKa, NoATBEPKAas
BbiBOA B.M. bexTtepeBa 0 TOM, YTO PeBEHOK C BPOXKAEHHOM
CNenoTon pas3suBaeTcs ny4ywe pebeHKa, KOTOpbIi poancs
rnyxumm [46].

YyeHble, 0TMeYas pas/inyHble peakuuun npeHatanbHoro
peb6eHKa Ha 3BYKOBYID CTUMYAALMIO (HEBPOSOrMYECKY!IO,
BeretaTuBHyto, ayponanbnebpanbHyto u ap.) [47], onucol-
BaloT Lefbli psg NPU3HakoB 3aMOPMOHANbHOr0 CAyXoBOro
06y4YeHHUs 1 NaMaTU: NpUBbIKAHWE U CHATUE addeKTa npu-
BblKaHWS, YCNOBHbIM pedneKkc, GyHKLMOHaNbHOe (onepaHT-
Hoe) obyyeHue. lNogyepKMBaeTCs, YTO €ClU NpPeabsBUTb
BHYTPUYTPOOBHOMY pebeHKYy 3BYK, OH OyaeT BO306YyXKAeH,
HO €ecnn 3TOT 3BYK NPeabsBAATb 4acTo, peakuus 6yaet
CHUXaTbCA (NpUBbIKaHKWE). Ecnn fanee M3MeHsTb KayecTBO
3BYKa (3BYKOBbICOTHOCTb), 6yAeT BHOBb MOABASATLCS peak-
UMs. YYEHbIMU MPUBOAATCH YKe CTaBLUME KJIaCCUYECKUMMU
[aHHble 0 TOM, 4TO MePUOA COCaHUs YAIUHAETCS, eCNu AeTH
npocaywatoT 3anMcu 3HaKoMOW No npeHaTanbHOMY nepuogy
My3blku [48, 49].

B MHOro4uMcneHHblx uccnefoBaHMsaxX, MNOCBALWEHHbIX
M3YYEHUIO peaKLni npeHaTanbHOro peb6eHka Ha My3bl-
KanbHOe BO3AEeNCTBME, OTMEYaeTcs, YTO 3BYKM, KOTOpble
perynsipHo BocnpuHumatotca pebeHKoM B yTpobe maTepwu,
3anoMuHaloTCa NOCNie POXKAEHMS U OKa3blBalOT BAUSHUE
Ha janbHevwee pasBUTUE CNYXOBbIX U 13bIKOBbIX CMNOCO6-
HocTewn [50, 51].

Bbino noKaszaHo, 4TO NOBbIWEHWE ABUraTeNbHON aKTUB-
HOCTM M YacTOTbl CepAeYHbIX COKPaLLEHNI B OTBET Ha 3BYKO-
Bbl€ CTUMY/bl, 0COGEHHO BbICOKOYACTOTHbIE, CNOCOGCTBYET
YCUNEHNI0 OBMeHa YKMAKOCTbIO MEXKAYy NAoAOM M MnialeH-
ToW, obecneynmBas nNocTynaeHne OGONbleEro KonuvyecTsa
KPOBW, HacbllEeHHON Kncnopogom. Mpu aTOM OTMeYanoch,
YTO peaKuus npeHaTaNbHbIX AeTEN Ha My3blKanbHble 3BYKHU
3aBucena OT pa3MeLleHMs HayWHWKOB Ha XXWBOTE MaTtepw
WKW BHYTPMBaruMHanbHO, OT pUTMa M rpoMKocTu (0T 60 o
98 nb) BbIGpaHHOM My3biKallbHOM Komno3uuuu [52].

AHanuM3 nNpoBefdeHHbIX MccnegoBaHWM  MoKasan,
4TO My3blKa, NpegHa3HavYeHHas Ans JOCTUKEHNS COCTOSHUS
paccnabneHus, foKHa UMeTb MEeLNEHHbIN U CTabWUIbHbIN
PUTM, UMUTUPYIOLLMI MaTEPUHCKOe cepauebueHne (MeHee
80 ynapoB B MWHYTY), @ TaKXe OblTb MeNOAUYHOW, MSr-
KOM W MNaBHOW, C UCNONb30BaHWEM TaKUX MHCTPYMEHTOB,
Kak dnewTta n doprenuaHo [52, 53].

Cpefam Hay4HbIX paboT, NOCBSALWEHHbIX U3Y4EHMIO NpoLecC-
COB BO3€ENCTBUS MY3bIKM Ha NpeHaTtanbHoro peéeHKa, cne-
[AyeT BblAenuTb UccnegoBaHue, nposegeHHoe B PUHASHANK
B 2011 r. [JaHHoe wuccnegoBaHue Obl10 HanpaBJfieHO

Ha coeAuHeHWe My3blKallbHOro 06pa3oBaHMs, BK/OYas
npeHatanbHoe, C KOMMYHMKaUWen maTepu u pebeHKa.
My3blKanbHO-3MOLMOHaNbHOE 06llleHMe B rpynnax mare-
per U HOBOPOMXKAEHHbIX CPaBHUBANU, Pa3enMB YH4aCcTHUKOB
Ha Tpu rpynnbl: 1) 4na npea- u NnocnepoaoBOi My3blKanbHbIX
Ceccui; 2) ToNbKO 4719 NOCNEPOA0BbIX My3blKalbHbIX CECCUM;
3) AopoaoBas U nocnepoaoBas rpynnbl 6€3 My3blKasbHOIO
06WweHuns. bblnnM HanaeHbl CUNbHbIE MHOXECTBEHHbIE CBSA3M
MeXay npeHaTaNbHbiM My3blKabHbiM BO3AENCTBUMEM U PaH-
HMM B3aMMOAENCTBMEM MaTepn U pebeHKa, a TaKXe pa3Bu-
Tnem pebeHka. OCHOBbIBasiCb Ha BOKaslbHbIX, BU3YyallbHbIX,
TeNnecHbIX 1 AMOLIMOHANbHbIX I0Ka3aTeNbCTBaXx, JO0POAO0BbIN
My3blKalbHbI OMNbIT 6blN MPU3HAH 3HAYUTENbHLIM AN Gop-
MWPOBaHUs CBA3K («6OHAMHIa») MaTepu U MnageHua. Takxe
OblN0 MOKa3aHo, 4YTO neaarornyeckne MeTodbl pPaHHero
B3aMMO/IENCTBUSA MOTYT NOAAEPKMBATLCSH MY3blKasbHbIMK
MeTodamu [54].

B uenom y4yeHble cpeau npo4ymx GaKTOPOB BbIAENSAIOT
BaXKHOCTb My3blKallbHOro ¢pakTopa B BOCNUTaHUN pebeHkKa,
noaYepKkMBasn npu 3ToM, 4TO BCE Ye/IOBEYEeCKMe cyllecTBa
HajeneHbl My3blKalbHbIM MoTeHuuanom [55], a cneposa-
TeNbHO, UMEHHO coLManbHble GaKTopbl BEAYT K ero peanu-
3auun Unu nogaBneHuto [56].

Mcuxonornyeckas n pusnonornyeckas cBsisb
6epeMeHHOMN }EHLMUHbI C NPeHaTa/lbHbIM
pe6eHKoOM (NMpeHaTajbHbliA «GOHAUHI»)

Hemano pa6oT NOCBALWEHO LeneHanpaBlieHHOMY n3y4ye-
HMIO NCUXONOrMYECKON U GU3NONOTMYECKON CBA3KU B Anaje
«MaTb — MpeHaTtalbHbln pebeHok» [57]. UccnepoBartenu
OTMEYaloT, YTO He TOMbKO CheuuanbHble Nporpammbl (Kak
npeacTaBieHHas Bbile My3blKaibHas nporpaMmmMa), Ho Aake
MeAMLMHCKKNE NpoLeaypbl MOrYT CNOCOGCTBOBATL YCUIIEHUIO
3TOM CcBSA3U. B 4yacTHoCTH, BbiaenseTcs ponab Y3 BHyTpH-
YyTPOGHOro pebeHKa He TONbKO B MOAy4YeHUU MHbOopMaLum
0 ero pasBWTUK, HO B HEMEHbLLEN CTENEHN — B YKPENIEHUHU
«6OHAMHra» 6yayuien maTtepu co cBOMM pebeHkom [58].
Mpn M3y4yeHUn BONPOCa KOMMYHWKaLMKM BeayTCsi Hay4Hble
Cnopbl 0 TOM, KaK nocTtynaet nHdopmauuns ot 6epeMeHHon
EHLWMHbI K ee pebeHKy [59], paccmaTpuBaloTcs B TOM YUC-
e TeEOpUM MHOrOypoBHEBOro MHGOPMaLMOHHOIO BO3Aew-
ctBuA [60]. B pamKax M3y4eHnsa TeMbl B3aUMOCBA3M MaTepu
W NpeHaTanbHoOro pebeHKa uccneaoBaTteNiv TaKKe yaensoT
BHUMaHWe U3y4YeHUIo NPoBaeMbl HacUIUs, KOTOPoOe MOXKeT
BO3HMKATb Y€ BO BHYTPUYTPOOHOM nepuoe, B YacTHOCTH
B C/ly4yae BO3HWKHOBEHUS GEeHOMEHA «HeXXeNaHHOro pebeH-
Ka» [61]. Kpome Toro, uccneayetcs npoéaema BAMAHUS 60u
Ha pa3BuTMe pebeHKa B npeHataibHOM WM HeoHaTalbHOM
nepuogax XusHu [62], a TakKe BAUAHUA OHTOrE€HEeTUYECKO-
ro, B YaCcTHOCTWM npeHaTanbHOro, ¢GakTopa Ha npoueccol
dopmMMpoBaHUA CTPECCOBbIX peakuun y pebeHka nocne
poxaeHus [63].

BnusaHue ¢pu3anyecKoro u NCUXM4eCcKoro

COCTOSIHUSA 6EepeMEeHHOM }KEeHLMHb]I Ha pa3BUTHe

npeHaTajbHOro pe6eHkKa

3HaunTeNbHOE MECTO B UccneaoBaHMaX NpobnemMbl B3a-
UMOJIENCTBUS M B3AMMOBUSAHUS B AMaAe «MaTb — BHYTPU-
YyTPOOHbIN pebeHOK» 3aHUMaeT M3y4YeHWe MNCUXMYECKOTO
N GU3NYECKOIO COCTOSAHUS CamMon BepeMeHHOMN KEHLWMHbI.
Mpexae Bcero uccneaoBaTtenn yKkasblBatoT Ha oTpuLaTeNb-
HOe B/IMSIHWE M3ObITOYHOM MacChbl Tena, KoTopas 3Ha4u-
TE€NbHO OC/IOXHSAET NPOLLECChl NPOoTEKaHU 6epeMeHHOCTH
W NpeacTaBnsieT B psfe cTpaH 60nbluyio npobnemy [64].

Mcuxonornyecknn ctatyc 6epeMEHHON KeHLWUHbl 9BNS-
eTcs B 3TOT Nepmoj Ype3BblYanMHO HEYCTOMYMBBLIM U BO MHO-
rom onpeaensieTr ycnewHocTb NpoTeKaHUs 6epeMeHHOCTH.

PEDIATRIC PHARMACOLOGY. 2025;22(3)

NEANWATPUYECKAA ®APMAKOJIOIUA / 2025 / TOM 22 / N2 3



g SHORT REPORTS

KPATKUE COOBLUEHUA

TaK, 0gHOM M3 3Ha4YMMbIX NPOGNEM MpeHaTallbHOro maTte-
PUHCTBA SBASETCA NCUXONOrMYeCKas roTOBHOCTb KaK camoMn
JKEHLUMHbI, TaK U ee MyXa K daKTy Havyana 6epeMeHHOCTM.
Pag aBTOpoB OoTMEYatoT, YTO Wb HeboNblas YacTb XeH-
LMH NiaHnpyeT 6epemMeHHOoCTb [65].

B Hay4HOM nuTepaTtype MMETCS A0CTaTO4YHO MPOTUBO-
peynBble JaHHble O BAWSHWM NpeHaTanbHOro cTpecca 6epe-
MEHHOW JKEHLWMHbl Ha nocnegywolee pasBuTne pebeHka
nocne poxaeHus. ABTOpbl BbISBASIOT B3aUMO3aBUCUMOCTH
MeXAy NpeHaTanbHbIM CTpeccoM 6epeMeHHOMN XKEHLLMHON
M KOTHWUTUBHbIM M S13bIKOBbIM pa3BUTMEM pebeHKka nocne
poXKAeHus [66], Npy 3TOM HaxoAAT NapafoKcasbHble 3aKOHO-
MEPHOCTH, NMoKasblBatowme, YTo HEGONbLLON CTPECC MOXKET
6bITb HEOBXOAMMbIM YCII0BUEM AN ONTUMANbHOrO Pa3BUTUS.
B oaHoMm 13 uccnegoBaHuii Ha 112 napax «maTb — BHYTPUY-
TPOGHbIN pebeHOoK» BbI1I0 NOKa3aHo, YTo 2-HeAe lbHble HOBO-
POXKAEHHblE, MaTEPU KOTOPbLIX UCMbITbIBANM 6OMbLWKI CTPECC
B TeyeHne 6epeMeHHOCTU, AEMOHCTPMUPOBann 6oee BbICO-
Kne nokasartenu 3penocTn HePBHOW cUcTeMbl [67].

CoBcem Japyrve npegcraBneHns chpopmMuMpoBanncChb
0 B/IMSIHUM BPEAHbIX NPUBbIYEK 6epeMeHHbIX Ha pa3Bu-
TMe NpeHaTanbHblX AETEN, B 4AaCTHOCTU O TOM, YTO afKo-
rofb MOXeT OblTb MPUYMHOW CMEPTU KNEeTOK pacTyliero
MO3ra npeHaTtanbHoro pebeHKka, B NOCAEAYIOLEM NPOBO-
AAlWEeN K KOrHUTUBHOMY aeduunTty. MccnegoBaHus noka-
3blBatoT, 4TO 71% [feTen OT cTpajalowmx anKoroan3mom
6epeMEHHbIX XEeHWWH MMenn deTtalNbHbli anKkorofibHbln
cuHapom [68]. Bbi3biBaeT TpeBOry y cneumManmucToB 4pes-
MepHoe noTpebneHune (4acto 6e3 JOoCTaTOYHbIX OCHOBA-
HUIM) 6EePEMEHHBIMUN KEHLLMHAMK IEKapCTBEHHbIX CPEACTB.
o HEKOTOPLIM AaHHbLIM, TPU HYeTBEPTU GEPEMEHHbIX KEH-
WMH NO KpalHen mepe 0OAMH pas3 BO BpeMs 6EpPEMEHHOCTH
npuMHMMaloT NeKkapcTea [69].

CTOouT CKasaTb M 0 PO OTLa, KoTopas TaKxe n3yyaetcs
B pamMKax npo6iieMbl NpeHaTanbHoro nepuoja. XoTs AaHHbIN
aCMeKT 3aHMMaeT 3HA4YUTENbHO MeHbLUEE MECTO B Hay4YHbIX
nccneaoBaHUsX, YeM W3yveHue auvafbl «MaTb — BHYTPWU-
YTPOOHbIN PEBGEHOK», BGOMBbWMHCTBO YYEHbIX, WM3y4YaBLUMUX
posnb oTua 6yaywero pebeHka, 06HapyKUIK, 4TO OTeL, Urpa-
€T BaXKHenwWyto ponb B o6ecnedyeHnr 61aronony4Horo Mcxo-
fLa 6epeMeHHOCTH, 1 ero Nojaep:Kka — rnaBHoe ang éepe-
MEHHOM EHLWMWHbl U, cnefoBaTenbHo, AN 6aarononyyms
ele He poamBlerocs pebeHka (father bonding) [70].

AHanu3npys ncuxmyeckme U OGU3NYECKUE peaKLuu
npeHaTtanbHOro pebeHKa, Henb3s He YNOMSAHYTb O TOM,
410 XXI B. NpUHEC PEBOMIOLIMOHHYIO KOHLEMNLMIO B MEeANULIN-
He, NoNy4YMBLUYD Ha3BaHWe «peTanbHoe NpPorpaMMmnpoBa-
HMe». 3Ta KOHLEeNuMs o3Ha4vaeT, 4To 340pOBbe MOTOMCTBA
B 3HAYUTENbHOW CTENEeHU MOXKET ObiTb 06YCNOBNEHO YCNO-
BUSIMWM MpeHaTaNbHOro nepunoga passmntus. OauMH M3 OCHOBa-
Tenen gaHHom KoHuenuun — npodeccop . bapkep [71] —
nccnepoBsan UCTopuM 60ne3HU 6onee 20 ThiC. YENOBEK,
poXAeHHbIX Mexay 1911 n 1930 . B HECKONIbKUX parioHax
Benukobputanum (feptdopawmpe, NpectoHe u Leddunge).
OH NoKasaf, 4yTo fuua ¢ Mafion Maccomn Tena npu poxae-
HUM UKW ManoW mMaccon B Bo3pacTte 1 roga 6buin 6onee
npeapacnonoXeHbl K PasBUTUIO METabONMYECKOro CWH-
ApOoMa (KOMNieKca U3MEHEHUH B OpraHu3me, CBSA3AHHbIX
C HapyweHveMm obmeHa BewecTB). LLUMPOKYyD M3BECTHOCTb
KoHuenuus ¢eTanbHOro MNpPOrpaMMMpoOBaHUA  MONYy4u-
na Ha XXIlI EBponenckom KoHrpecce no nepuHatanbHoOwm
meauumHe (Mapwx, nionb 2012 r.), rae . bapkep BbICTY-
nun ¢ Temon «PeTanbHoe MNpPorpaMmupoBaHMe — KoY
K 340pPOBbI0 NOTOMKOB». 3a TpW NpoLweawmnx 4ecaTnneTms
runoteda detanbHOro nporpammuvpoBaHus [l. bapkepa
noayyvna NoaTBEPXKAEHNE — HayyHble JaHHble, NpeacTaB-
NeHHble B MHOro4YMUCieHHbIX paboTax He3aBUCHMMbIX aBTO-

poOB, CBMAETENbCTBYIOT O TOM, YTO HEAOCTAaTOK MNUTaHuA
BHYTPUYTPOBHOro pebeHKa NPUBOAUT K UBMEHEHUIO 06MeHa
BeLLeCTB, KOTOPOE NpeBpaLLaeTcs B NpeapacnofioXeHHOCTb
K cCepaeYHO-CoCyanCTbIM, METabOoNNYECKUM U AHLOKPUHHBIM
3a6oneBaHUsAM. N 4TO KOPHKU cephevHO-COCYyAUCTbIX U ApY-
rMX XPOHUYECKUX 3ab0NeBaHU yXoaaT BO BHYTPUYTPOOGHbIN
nepuog pa3BuTuns pebeHka.

AHanNu3 NoaAxXoa0B U BO3MOXHOCTEN

npeHaTaJibHOro o6y4eHus

CnepyeT cKasaTb, Y4TO NepBble TEOPUN U MeToAbl npe-
HaTanbHOro 06y4YeHUs BO3HUKAW Ha OCHOBE MHOroONieTHe-
ro onbiTa pa6oTbl «MaTEPUHCKUX LWKOM», HampaBfiEHHbIX
Ha nNoArotoBKy 6epemeHHblX K pogam. OgHuMM M3 Haubo-
flee pacnpocTpaHeHHbIX METOA0B PabOThl TaKMX KON 6bln
M OCTaeTcs Ha CEroAHsa MeToj, pa3paboTaHHbIi B 1950-x rT.
dpaHLy3CcKnM aKylwepom PepHaHaoM Jlamazom [72].

OcHoBy «MeTofa Jlamaza» cocTaBuan pa3paboTKK oTe-
YeCTBEHHbIX y4yeHbix (BenbBoBckuin W.3., Hukonaes A.l.,
1954), K KoTopbiM Jlama3 pgo6aBui MPUHLMN MNapTHep-
CTBa B pojax M penakcauuio, paspabotaB COOGCTBEHHYIO
CUCTEMY JOPOLOBOM MOATOTOBKM XKEHLLMH M CEMENHbIX Nap,
HanpaBfeHHyl0 Ha o6e36onMBaHWe POLOBOro npoecca
6€e3 MpPUMEHEHNST NEKApPCTBEHHbIX CPEACTB, MOBblWEHKE
YBEPEHHOCTU GEPEMEHHOM B CMNOCOBHOCTU POANUTb, obner-
YyeHuMe poLOBOro npolecca U co3fjaHue MNCUXONOrMyecKu
KOMPOPTHOro HacTpos. [JaHHasa uenb AOCTUraeTcs nyTem
MHTErpaLmm NCUXMYECKOro, TENIECHOO 1 AblXxaTeNbHOro Npo-
LLeCCOB B TPUEAMHbIN Npouece «pa3yM — Teno — AblXxaHue»,
BKJIIOYaOWNIA MHOOPMUPOBAHWE XKEHLWMNHbI 060 BCEX MPO-
Leccax, NpoOUCXoaslimMx B ee Tene, MeauTauuu, noanepx-
Ky Mya, cneuunanbHble HEPBHO-MbIWEYHbIE YNparKHEeHKS,
AblxaTenbHble MEeTOAMKWM, OCHOBblI Maccaxa, apomaTtepa-
nuio, ropsyne M XoNogHble KOMMpeCChl, UCMOoNb30BaHWe
«poanNbHOro mavya» — ¢putéona. B xoae npuMeHeHUs gaH-
HOro MeToAa, a TaKXKe MeTOAO0B APYruX aBTOPOB BO3HMKIIO
60/bllOEe KONMYeCcTBO HabnoAeHMI 3a NOBEAEHNEM CamMOro
BHYTPUYTPOBHOIo pebeHKa.

B yacTHOCTH, yCTaHOBMB, 4YTO peakuuun aeTen B yTpobe
mMaTepu cnabeloT N0 Mepe HaKOoMMEHUs NMOBTOPEHUI ceaH-
COB CTUMYAALUMK, PSS UccnefoBaTenen Havyanm paccMaTtpu-
BaTb 3TO SIBJIEHNE C TOYKM 3PEHUS BO3SMOXKHOIO 0B6yyeHums
BHYTPUYTPOBHOro pebeHKa in utero. Hanpumep, okazanocs,
4YTO y MaTepew, NPOXKMBalOLWMX B 30HE asponopTa ¢ 7 mec
6epeMeHHOCTH, 0Kono 100% aeTen poxKaaloTca NyrMBbIMHU,
a y NpoXuBalwmx TaM ¢ 1-ro Mec 6epeMeHHOCTU — TOSb-
KO 12% 1 elwe MeHblle — Yy TeX, KTO W/ NOCTOSHHO, —
0 6% [73]. NMprMMepHO ¢ 3TOro BPEMEHN Havyanuchb paspa-
GOTKM TEOPUIN M METOI0B NpeHaTanbHoro o6yyeHuns. OgHon
13 Hanbonee U3BECTHbIX B MUPE TEOPUI CcTana Teopus npe-
W nepuHaTanbHbiX MaTpuL, paspaboTaHHas aMepUKaHCKUM
y4yeHblM CTaHucnasom MpodoM, NpeacTaBuTeNEM TpaHenep-
coHanbHOM ncuxonoruu [74]. NepuHatanbHas o6aacTb 6blia
YCNOBHO pa3aeneHa podom Ha 4 maTpuLbl B COOTBETCTBUM
CO CTagusMM BHYTPUYTPOOGHOro npebbiBaHUs U NPOXOXKAae-
HWS POLOBOro NpoLecca: nepBas Matpuua (AMHMOTUYECKas
BceneHHasl) cOOTBETCTBYET 3Tany BHYTPUYTPOOGHOro cylle-
CTBOBaHUS; BTopas (KocMuyeckas NOrnoweHHoCTb U OTCyT-
CTBME BbIX0fa) — HavyalbHOMY 3Tany pPoAoB, KOraa npu-
CYTCTBYIOT MaTO4YHble COKpaLleHUs, HO POLOBbIE MyTH elle
He OTKPbITbl; TPeTbs (Bopbba cCMeEPTU U BO3POKAEHMUS) COOT-
BETCTBYET 3Tany NpoABUMKEHMS MO POAOBLIM NYTSAM; YeTBEpP-
Tas (MepexnBaHue CMepPTU — HOBOrO POXAEHMS) — 3Tany
poxaeHus. pod Ha 60MAbWOM KAMHMYECKOM MaTepuane
noKasan Mx CBS3b C MOCNEPOAOBOM XU3HbIO, YTO NMO3BON-
/10 TOBOPWUTb O TOM, YTO MCUXONOTMYECKOE MPOCTPaAHCTBO
HOBOPOXAEHHOIro NpeacTaBaseT CO60M He «HUCTbIA NUCT»



M 4TO 0COBEHHOCTM MpoLLecca POXKAEHUS ONpPeAensoT BMo-
CNeAcTBMM CNOCO6 Hallero CyLecTBOBaHWS B MUPE U OTHO-
LEHMS K HEMY.

Bcnen 3a Teopuei nepuHatanbHbiX MaTpul, NOsBUACS
Luenblin psg MeToaoB npeHaTanbHOro o6yYyeHns UM BocnuTa-
HUS. OQHWM U3 MEPBbIX CPean HUX CTan METOA ranTOHOMMUK,
paspaboTaHHbIN ronnaHacknum dusnotepanesTom PpaHuem
BenbamaHoM u BnepsBble BHEAPEHHbIM UM BO PpaHumu
B 1978 r. (oT gp.-rpey. g — nNpUKOCHOBeHMKE; BmTw —
Kacalocb + VOUOG — 3aKOH; OYKB. «3aKOH MPUKOCHOBE-
HUW») — METOAMKAa NpeHaTasibHOro O6LLEeHMs poauTenen
C BHYTPUYTPOOHbIM pPebeHKOM 4epe3 MNPUKOCHOBEHWE,
BXOX/EHME B MCUXOTAKTU/IbHbIM KOHTAKT CYMpyroB C WX
Oyaywmm mnageHuem. PeanbHoe pasBuTMe METOA Nonyyun
6narogapsa pabote $paHLy3CKOro Bpaya-rantorncuxorepa-
nesTa KaTpuH onbto [75]. CeaHcbl No MeToay ranTOHOMUM
NnpoBOAUIUCL B 1-h Mec 6epeMeHHOCTH, B 4-11 U 5-H mec
6epeMEeHHOCTH, Aanee Kaxabli mecal, 4O KOHLa 6epemeH-
HOCTH.

fogomM nos)ke nocne nybéauKkaumm MeToja ranToHO-
Mun, B 1979 r. 6bin ony6MKOBaH METOA npeHaTtasibHoro
o6ueHns PeHe BaH ae Kappa (CLUA) [76]. MeToa BKAtoYan
B cebs TaKTUNbHOE 06LieHMe C NpeHaTanbHbiM pe6eHKoM
(«Mrpbl B TONIKAHWE» — Ha4YMHas ¢ 5-ro Mmec 6epeMeHHOCTH),
obuieHne ¢ otuoM («[fpuBeT, aTO nana»), NOXJoMNbIBaHKeE,
TpeHue, HajaBAMBaHWeE C COOTBETCTBYIOLWEN OCA3aTeNIbHON
CTUMYNAUMENR, My3blKalbHOE COMPOBOXAEHME C MPOU3-
HeceHneM HeKoTopbix 6yKB andaBuTa U BKIOYEHUEM-
BbIK/IOYEHNEM CBETA, NMPUKOCHOBEHMEM TEMIbIM U X0N04-
HbIM. OueHKa «BblIMYCKHWMKOB» MOKa3ana, 4TO OHWU MeHblue
nnakanuM nNpu pogax, Ux rnasa cpasdy nocne pogoB vale
OblNIN OTKPbIThI, OHU BblaIM 60Nee HaCTOPOXKEHHBIMM, HO ner-
Yye ycrnokavBanucb MpW MNOXNOMbIBAHWUK, MOTAaXMBaHWUK
UKW BKIKOYEHUU MY3blKM, HaxXoAsfiCb Ha 6onee BbICOKMX
YPOBHSAX PU3NYecKoro pasputms. OKasanocb, YTO TaKue
ManbllKM Nocne pPoXAEeHWs MnoBOpayMBaloTCcA ObiCTpee,
paHblle HayuMHaloT roBOPWUTb, AEWCTBYOT 6ofiee He3aBu-
CMMO, MOTYT [ONblle KOHLEHTPMPOBATb CBOE BHUMaHWe.
3aHATUS NPOBOAMIUCH E€XKEAHEBHO MO 2 MATUMUHYTKU.
MpeHaTanbHasa cTUMyNSLKUS cnocob6CTBOBaNa YKPENIeHUo
CEMENHOro «CKfiemBaHus» (6oHAWHra) mMaTepu/pebeHKa
n otua/pebeHKa. ABTOp paccmaTpuBan npeHaTanbHylo
CTUMYNSILMIO KaK accouuaTuBHbIN npouecc 06y4veHus,
KOTOPbIA BAMSET Ha pa3BuUTUE BHYTPUYTPOOHOro pebeHkKa
yepes CNyxOBble, TAKTUNbHbIE U MPOCTPAHCTBEHHbIE YyB-
ctBa. Ctumynauma HadnHanacb ¢ 20 Hep 6epeMeHHOCTH;
60nee CNoXHble My3blKabHble TOHa W BepbasibHas CTUMY-
nauma sesogunnck B 32 Heg. MNocnegyowmne nccneaosalms
NPOAEMOHCTPUPOBANK yAyylleHWe 340POBbS U LIKOMbHOM
ycneBaeMoCTH geTew.

B 1987 r. amepuKaHCcKuni ncuxonor bpeHT JloraH, oauH
M3 ocHoBaTefnew npeHatanbHoro obyyeHua B CLUA, ony-
6nuKkoBan cBon metof «[1PenoHUHM («cepaeyHblii MeTon»),
OCYyLLECTBAAEMbBIA C MOMOLWbIO TEXHUYECKOro YyCTpPOW-
ctBa Preloning (B panoHenwem — Baby Plus) [77]. Ero
fopofoBas cucteMa pasBuTUS Ucnonb3oBana uudposyio
06paboTKy cepAeyvHbiX TOHOB 6GEPEMEHHOW EHLWHbI,
KOTOpble YCKOPSIOTCA U M3MEHAOTCHA B TOHE Ha NpoTs-
eHun 16 nocnepoBaTeNbHbIX aygMOYypPOKOB. YCTPOMCTBO
NPUKPENNaNocb B nepegHen OpOWHON CTEHKE 6epeMeH-
HOWM XEHLWMWHbI U B TeYeHWe OnpeaeneHHOro BpemMeHu (40
45 MUH B [O€eHb) NMPOM3BOAMNO 3BYKM, HanoMuHaouwume
yAapbl MaTepUHCKOro cepaua. [lencTBne 3BYKOBOW Mpo-
rpammbl Ans BHYTpUYyTpobGHOro pebeHka 6GasupoBanach
Ha HECKO/IbKMX NPUHLMNAX: UMNPUHTUHIE U NPpOdUNaKTHU-
Ke M36bITOYHOro anonto3a HEeMpPOHOB, aTpodUPYOLLMXCS
K pPOXXAEHWIO BCAeACTBME TOrO, YTO OHM He Oblan BOCTpe-

6oBaHbl opraHnamom. KoHuenuns bpexTta Jlorana npeano-
naraert, 4To 6n1arogaps NPUPOAHOMY 3BYKY MaTEPUHCKOro
cepiua MHTEHCMBHOCTb MO3rOBblX BOMH OyAeT yBenuyu-
BaTbCH, CTUMYNUPYS TaKnMM o6pa3oM NamsiTb U CUHANTHU-
yeckne GyHKLMM NpeHaTanbHOro MnageHua, B pesynbrate
4yero nNpu poxkaeHun pebeHok 6yaeT MMeTb 60/ee pas3Bu-
TYl0O No3HaBaTeNbHyl0 CTPYKTypy. KoHuenuua 6bina noa-
KpenfieHa AaHHbIMW, MOMYYEHHBIMW B X04€ MOUCKOBOrO
ncenegoBaHua B 1987 r., mcnonb3oBaBlero 36 ayanoypo-
KOB, ycKkopstouwmxcs oT 1 go 3 unknoB B cekyHay [78]. Co
BpeMeHeM JopojoBasg cuctema obydyeHus Baby Plus 3ame-
HWa BEPCHIO C UCMOSIb30BaHMEM ayAMOKaCcCeT Ha TEXHONO-
rMI0 C MUKPOYMMOM, 06ecnevymBatoLLyto YCKOPEHHbIN TeMn
3BYKOBbIX YAAPOB A0 6,5 LMKIOB B CEKYHAY.

AHann3 MeToLOB MnpeHaTanbHOro BOCMUTAHWS O6bin
Obl HenonHbIM 6e3 ynoMuHaHus umenn Mwuwens Opena,
BNepBble NPeAoKMBLIEr0 6EPEMEHHbBIM KEHLLMHAaM B yClo-
BUSX poALOMa NeTb XOpOoBble MeCHW. JaHHblM MeToh nec-
HoMeHusa [79] He 6blf1 CTPOro BbICTPOEH MO BPEMEHMU, [103e
n 1.4. ExXeHegenbHoO AN 6epeMeHHbIX U YNeHOB UX ceMen
ycTpanBanucb nesyeckne cobpaHus. ABTop npeanonaran,
YTO Y BHYTPUYTPOOHOr0o pebeHKa pa3BmMBaeTCs CNoCOBHOCTb
BOCMpPUHUMaATb Anbddy3Hy0 BuMOpaLMiO 3aAofro 4O TOro,
KaK y Hero pasoBbeTcs CNOCO6HOCTL BOCNMPUHUMATDL 3BYK
Cc nomowbio opraHa ciayxa. Kpome 3Ttoro, npeanona-
ranocb, 4to neHue pgaet 6epeMeHHbIM XKeHLWWHaM BO3-
MOHOCTb TPEHMpPOBaTb MbllWLbl AnadparmMbl U Hay4YUTbCS
KOHLIEHTPMPOBaTb BHUMAHME Ha BblAOXE, HTO MOXET NOMOYb
paccnabuTbCs BO BPeMS POAOB, Bbl3blBAeT HYyBCTBO KOM-
dopTa, yBepeHHOCTb B cebe, BO3MOXKHOCTb NepexuBaTb
W BblparKaTb LWMPOKKUIA CNEKTP aMouMi. OBbIYHO 3THU 3aHs-
TS 3aKaH4YMBaNUCb TaHL.aMW, CNOCOBGCTBYIOLWMMHU Pa3Bu-
TUIO KUHECTETUYECKOMN HYYBCTBUTENBHOCTU BHYTPUYTPOGHOIO
pebeHKa, KoTopasi B dalibHeWlwem CTaHOBMTCS OCHOBOM
4YyBCTBa PaBHOBECHUS.

Hanbonee KOMMNEKCHbIN NOAXOA K W3YYEHWUI0 pas3Bwu-
TMA pebeHKa JO POXKAEHUS M BO3MOXKHOCTM BO3AENCTBMA
Ha Hero 6bl ONWCaH M OCYLEeCTBNEH Ha MpaKkTuke dpaH-
LLy3CKMM oTonapuHronorom A. Tomatncom [1]. B yacTtHOCTH,
y4YeHbI MOCTynunpyeT, 4To y Byayuliero pebeHKka nosBaseTcs
CMOCOBHOCTb K MO3HAHMIO OKPYKAIOLLEro MMpa NPU NOMOLLM
cnyxa, popmupyetcs cosi ncmxonorusa [1, c. 5]. OnucbiBas
cam npouecc GOpMUPOBaAHUA Cayxa W rofioca, YYeHbln
OTMeYaeT, YTO «F0I0C MOXKET MPOM3BECTU NUWb Te 3BYKH,
KoTopble ynaBnauBatoTcs yxom» [1, ¢. 13]. JaHHbIn addeKT,
Ha3BaHHbIM camMuMM aBTopoM «3pdeKkToM TomaTtuca», noa-
YepKMBaeT NPUOPUTET Cliyxa Haf ronocom u npeaonpeaens-
€T BaXKHOCTb Pa3BUTUS CIIyXOBOro aHannaaTopa npu co3aa-
HUKM NpOrpamMm No ONTUMMU3aLLMK BOKaNbHO-peyYeBon cdhepsbl
pebeHKa, Bblenss B YeIOBEYECKOM OpraHuamMe Tpu UHTe-
rpatopa: BeCTMOYNSPHbIA MAM COMaTUYECKUI WMHTerpatop
(rnaBHbIN), BM3yalbHbIM MHTErpaTop, YAUTOYHbIN WHTEerpa-
TOp. f0OBOPSt O COMOAYMHEHHOCTU B pa3BUTUM OpraHa cnyxa,
A. ToMaTUC CYUTaET, 4YTO «yX0 TpebyeT NoOAYNHEHNS BECTHUOY-
NIAPHOM YacTu KOMaHAaM YIUTKKU, KoTopas ABASeTCS BbiC-
WKM opraHoM GOpMMUPOBaHMSA YCTHOM peyn YenoBeKa...»,
nogyepKknBas npu 3Tom, YTO M3 BCEX CEHCOPHbIX CUCTEM
TOMBbKO YXO 3aKaH4yMBaeT CBOe pas3BUTUE LO poxAaeHus [1,
c. 4,64,66-67, 69, 70].

3aBeplias aHanM3 Hay4HblX paboT, MOCBALWEHHbIX U3Y-
YEHMIO0 NPOLLECCOB MNCUXMYECKOro BO B3aUMOCBA3MU C PU3HK-
YEeCKUM pa3BUTMEM JeTer B npeHaTanbHOM OHTOreHese,
Henb3s He cornacutbcs ¢ MmHeHueM A.C. batyeBa o ToM,
4YTO B MO3ry NpeHaTanbHoro pebeHKka 3anporpammmMpoBa-
HO onepeXatouee oTpaxKeHne AeNCTBUTENbHOCTU, AEMOH-
CcTpUpyloLLee Hannyne NCMXMYeCcKnx NpoLLeccoB A0 poxae-
Hua [80].
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KPATKUE COOBLUEHUA

Bce BbllecKka3aHHOE MOATBeEPXAaeT TOYKY 3peHus
[. HYembepneHa o TOM, YTO HOBOPOXAEHHbIE ETU C YYETOM
MX NpeHaTtanbHOro ornblTa oKasanucb 6onee UHPOPMUPO-
BaHHbIMW N NMOArOTOB/IEHHbIMUK, YEM 3TO CHUTANOCb paHee
[36, c. 13].

3AKJ/TIIOHMEHUE

MpeactaBneHHble B paboTe JaHHble OTEYECTBEHHbIX 1 3apy-
6eXHbIX MccnegoBaTenen ybeauTeNnbHO [0Ka3biBAlOT Halu-
yve y npeHaTtanbHoro pebGeHKa LIeloro creKkTpa NeUXMYecKmx
N GU3MONOTMYECKMX PEAKLIMIA M MPOLLECCOB, TaKMX KaK ABUKe-
HWSA, BMOLIMK, NaMSATb, BUOPUTMbI KUIHEAEATENBHOCTH, PeaK-
LMW1 Ha My3blKa/lbHble BO3AENCTBUSA M MHOroe Apyroe.

3T0 faeT BECKME OCHOBAHWUS A9 pacCMOTPEHMSA NpeHa-
TaNbHOrO Nepuojla OHTOreHe3a B KavyecTBe MOJSIHOLEHHOro
nepuoaa AeTcTBa, NO3BONAA pacLEHMBaATb €ro Kak cambl
pPaHHWMWA NpWU OpraHu3auMM NpoLEeccoB MeAWKO-MCUX0o-
ro-negarorM4eckoro U COLMOKYNLTYPHOIO COMPOBOXAEHUS
NMCUXMYECKOro N GU3N4YECKOro Pa3BUTUSA AeTen ¢ HEOOXO0AM-
MOCTbIO IOPUANYECKON 3allMTbl NPaB elle He POXKAEHHOro
pebeHKa.

Kpome Toro, 0606LeHHbIN aHann3 pe3ynbTaToB Uccie-
[10BaHWS MNO3BOJIAET TOBOPUTb HE TOMbKO O Halnymmu
YHKLMOHaNbHbIX Pe3epBOB MNpeHaTanbHOro opraHu3ma,
HO M O BO3MOMXHOCTK B C/lydae ynpaBfieHuUs 3TUMKU pe3ep-
BaMW C MOMOLLbO METOAOB MpeHaTalbHON Neaarornku
OCYLLECTB/IEHUS MpPeHaTaslbHoro rnporpamMmMuHra 30p0Bbs
pebeHKa.

Bce 310 yKasbiBaeT Ha TO, YTO NpeHaTalibHbii Pe6EHOK,
ob6nagatoumn BCeMU Npu3HakaMun nepBUYHOM NCUXMYECKOM
[eATeNbHOCTU, a TaKe 6oraTbiM apceHanom OGMOPUTMMU-
YECKUX M ABUraTeNibHbIX BO3MOMXHOCTEN, MOMET U [0/IKEH
6blTb PACCMOTPEH M B Ka4yecTBe NepBOro nauveHTa Bpaya,
1 B Ka4ecTBe NepBOro y4eHuKa neagarora.
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BpoxxkaeHHasi yutomeranoBmpycHas nHoeKums (BLUMBW) MoXeT NpnBOANTbL K LUMPOKOMY CMEKTPY 3ab0s1eBaHmi y HOBO-
POXAEHHbIX, HO HanboJiee 4acTo accoLMMpyeTcs ¢ CEHCOHEBPasbHOM TyroyxocTbio (CHT). BUMBUW — nnaupytolyas npudnHa
HeHacneacTBeHHou CHT (go 25% cnyvyaeB CHT y agetern 06yci0BAEHbl 3TUM paKTopoMm). CHT MOXKET 6bITb KaK BPOXAEHHOM,
TaKk M BO3HUKaTb OTCPOYEHHO (40 50% cny4aeB), BM/10Tb [0 JOCTUIKEHNS JETbMU LLIKOJIbHOr0 BO3pacTa, Y70 06yC/10BAMBAET
PUCK ee Nno3gHeN AnarHoCTUKK. [Jaxke npu ycrnewHOM MPOoX0oXXAEeHUU NepBoro atana ayanoorMyecKoro CKpUHUHra Aetm
¢ BLUMBMW fgonxHbl 6biTb HanpaBieHbl Ha AuMarHoctudeckoe obceaegoBaHue. [lpy HoOpMasbHbIX pe3ynbratax ANnarHoCTu-
4YecKoro ob6cnefoBaHns pebeHOK ocTaeTcs Noj AMHaMu4ecKkumMm HabgeHmemM Bpada-cypaonaora. llomoub AeTam ¢ nog-
TBEPKAEHHON TYrOyXOCTbIO 4OJIXKHA BKIOYaTb PaHHEE CayXonpoTe3npoBaHUe, nNpu riy6oKUX CTENEHSX HapyLIEeHUs Cyxa
N HE3I(EOEKTUBHOCTH CJIyXOMPOTE3UPOBAHMSA — KOXJI€apHYI0 UMIMIaHTaumnio, PeryaspHble 3aHAaTUs ¢ AeeKTooramum,
06y4YeHne n MHHOPMUPOBaHNE POANTENEN.
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y AeTen No TyroyxocTu, acCoLMMPOBaHHOM C BPOXKAEHHOW LMTOMEranoBupycHon nHdekunen. lNMeguatpuyeckas papmaKo-
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BBEJAEHME weYyHble kneTkn [1-3]. BLUMBW npu3HaHa cepbe3HOM Npo-
BpoxaeHHass uuTOoMeranoBupycHas UHOeKuus 6/1emMOM B aKyLepcTBE M HEOHATOJIOTUK B CBA3U C LUUPOKUM
(BLUMBW) 3aHuMMaeT oAHO M3 BeayuinMx MecT B CTPYK- ee pacnpocTpaHeHnem cpen 6epeMeHHbIX }EHLWMWH U BO3-
Type nepuHaTanbHoOW 3a60/1eBaemMOCTM W CMEPTHOCTM. MOXHOCTbIO Nnepepayn BO36yaAUTENH BHYTPUYTPOOHOMY
[aHHasa nHbeKuma Bbi3biBaeTca BO36yauTenem us rpyn- WK HOBOpOXKAeHHOMY pebeHKy. K 40 rogam go 80% niogen
nbl 6eTarepnecBMpycoB, 411 KOTOPOro OCHOBHbIMUW KNeT- KOHTaKTUPYIOT C 3TUM BO30OyAUTENIEM, OAHAKO B GO/NbLINH-

KaMU-MULIEHAMU B OpraHuM3Me 4YesoBeKa SABAAKTCA CTBe CJlyd4aeB y 3[0pPOBblX B3pOC/biXx 3aboneBaHne npo-
MOHOUMTBLI, Makpodaru, rpaHynouuTbl, anNUTenManbHble XoAuMT 6eccUMMNTOMHO NM6GO B rpunnonogo6Hon dopme
M 3HAOTeNnanbHble KNeTKkn, GubpobnacTbl, rMagKoMbl- [2]. B otanyme oT MHDEKLMUU, MepeHeCEeHHOW BO B3POC/IOM
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Bo3pacTe, BLUMBW MOXeT NpMBOAUTDL K LUIMPOKOMY CMEKTPY
3a601€BaHUM Y HOBOPOXAEHHbIX, BK/OYas HapyweHus
cllyxa v 3peHus, 3aepKKy Pa3BUTUS, MOPaXKEHNS NEeYeHH,
LeHTpanbHOM HEPBHOW W APYrUX CUCTEM, MPU THAKENOM
TEeYEeHUU — U K NleTanbHOMY ucxoay. BLUMBU nmeeT cambln
BbICOKMW yAeNlbHbIN BeC cpeau BPOXKAEHHbIX WHOEKUMNA.
3Ha4yMMbIMK paKTopammn B ee pacnpocTpaHeHUN SBAAIOTCS
6eccMMNTOMHOE TevyeHue y 60MbLUMHCTBA B3POCbIX Ntoaen
M HU3Kas 0CBEAOMIEHHOCTb Bpayen 06 ONacHOCTH, KOTO-
pyto BfieyeT 3a co60M 3aparkeHne npeHaTanbHOro pebeH-
Ka [1-3]. MexaHu3am nepegayin BUMBW BHyTpuyTpOGHO
ABNSETCA BEPTUKANbHbIM, 3apa*KEHWE MOXKET NMPOU30MNTH
B TeyeHue Bcen 6GepemeHHocTH [3, 4]. NHdUUMpoBaHHe
BO3MOXHO KaK Npu NepBUYHOM 3apaxeHnn 6epemMeHHOoN,
Tak “ Npu peakTuBauuu BUpyca: NepBUYHOE UHOULMPO-
BaHWe BcTpeyvaeTca B 1-4% cny4yaeB C pUCKOM nepenayu
BMpyca BHYTpUyTpo6HOMY pebeHKky 30-40%, peaKkTuBa-
ua — B 10-30% cnyvyaeB ¢ puckom nepepadn 1-3%
[5]. KnuHnyeckune npossnenus BLUMBW y npeHaTtanbHoro
M HOBOPOXKAEHHOrO pebeHKa 3aBUCAT OT CPOKa recrtaumu,
Ha KOTOPOM MPOM30LWNo nHdUuMpoBaHmne. Ha paHHUX cpo-
Kax BMpyCc o6najaeT Bblpa*KEHHbIM TepaTOreHHbIM Aew-
cTBuem [2-5].

Mo crtatuctuke, BLUMBW BcTpevaetcs y 0,5-2,5% Bcex
HOBOPOXAEHHbIX. 0 Bblpa)KEHHOCTH CUMMNTOMATUKKM Bblae-
naT MaHudectHyto (10% cny4yaeB) M CYOKIMHUMYECKYIO
(90%) dopmbl 3a6oneBaHust [6—8]. OCHOBHbIMWU KIUHUWYeE-
CKMMK nposiBneHnamun BLUMBW, xapaKTepHbIMU A8 MaHM-
decTHOM Popmbl 3abonieBaHUsA, ABASETCH KnaccuyecKas
Tpuaga: »entyxa (BcTpedaercs B 62% crnyyaeB), netexuu
(58%) n renatocnneHomeranusa (50%). Apyrumu cumnTo-
MaMu MOryT 6blTb HEAOHOWEHHOCTb, 3afepKa BHYTpHU-

YyTPOOGHOr0 pa3BUTUS, acuMT, TMNOTOHUA, LepebpanbHas
BEHTpUKynomeranus, rugpouedanuns, GopmmpoBaHue BHY-
TPMMO3roBbIX KanbLMHATOB, MUKpoLedanusa, peTuHonaTums,
renatuT, MHEBMOHMS, OCTEUT, BHYTPUMOSrOBbl€ KPOBOU3/N-
AHMA 1 Ap. MHOroo6pasune KIMHUYECKUX NPosSBAEHNN 3a60-
NeBaHus CBA3aHO CO CNOCOBHOCTbLIO BMpYca MHPULMPOBaATb
NPaKTUY4ECKU BCE KNETKMN OpraHmMama. PUCK BOSHUKHOBEHMS
OC/IOXHEHWUM CO CTOPOHbI LieHTPanbHOM HEPBHOW CUCTEMDbI
M BEPOSATHOCTb Pa3BUTUSA TYrOYXOCTU ropasao Bhllle y AeTeN,
nepeHeclmnx MaHMdecTHyo popMy MHbeKUUK (y 2/3 neten).
B 40-60% cnyyaeB npu maHudectHom u B 10-15% cnyyaes
npu cybKknnMHuyeckon dopmax BUMBW y pgeten Habnwopa-
IOTCS1 CTOMKME HapyweHUs pasBUTUS PasfiMyHOM CTEMEHU
BblpaXeHHoCcTHn [2—-4, 9].

Psg cnoxHocTen conpsixeH ¢ Bepudukaumen sBLUMBU.
«30N10TbIM CTaHAaApPTOM» MOCTAHOBKM AnarHosa BLMBWU
aBnsetcsa BoigeneHne AHK Bupyca metogom nonmmepasHom
LenHon peakuMu M3 MOYM, KPOBM WAW CIOHbI B MepBble
3 HeL KWU3HW HOBOPOXAEHHOrO; B AasbHEMWeM Henb3s
UCKNOYUTb MHPUUMpPOBaHWE pebeHKa B pojax WMAM paH-
HeM MocnepogoBoM nepuoge. ITo npeacTaBnser co6ou
CMIOXHYIO 3adady no npuyunHe otcytcteusa B 90% cnyyaeB
TUMUYHBbIX CUMNTOMOB M NPU3HaKoB 3aboneBaHus. B cBs3u
C 9TUM HOBOPOXAEHHbIM, HE MpPOLeAWnM HeoHaTasbHbIV
ayAMONOrM4ECKMI CKPUHUHI, pPEKOMeHAOoBaHO obcnepoBa-
HWe Ha npeamerT BbigBneHus sBLUIMBU [3].

HAPYLWIEHHUSA CNYXA NPHU sLIMBH

Han6onee 4acto BUMBW accouununpyetcs ¢ ceHCOHeB-
panbHoW TyroyxocTbto (CHT).

CywecTByeT HECKONbKO Teopun nartoreHe3a LIMB-
accoLMMpPOBaHHOM TYrOYXOCTH, OAHAKO €ANHOI0 NOHUMaHUS
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Position Statement of the Joint Committee on Children’s
Hearing on Hearing Loss Associated with Congenital

Cytomegalovirus Infection

Congenital cytomegalovirus infection (cCMV) can cause a wide range of diseases in newborns, it is most often associated with
sensorineural hearing loss (SNHL). cCMV is the leading cause of non-hereditary SNHL (up to 25% of all SNHL cases in). SNHL can
be congenital and can have late-onset (up to 50% of cases) up to school age, it determines the risk of its late diagnosis. Children
with cCMV should be referred for diagnostic examination even after successfully passed newborn hearing screening. The child
remains under the dynamic audiologist’s follow-up, if the diagnostic examination results are normal. Management of children with
confirmed hearing loss includes early auditory prosthesis; in cases of severe hearing loss and ineffective auditory prosthesis —
cochlear implantation, speech-language therapy, parents training and informing.

Keywords: cytomegalovirus infection, hearing loss, congenital infection

For citation: Tufatulin Gaziz Sh., Vikhnina Sofya M., Pashkov Aleksandr V., Garbaruk Ekaterina S., Bakhshinyan Vigen V.,
Dvoryanchikov Vladimir V., Tavartkiladze George A., Namazova-Baranova Leyla S., Volodin Nikolay N. Position Statement of the
Joint Committee on Children’s Hearing on Hearing Loss Associated with Congenital Cytomegalovirus Infection. Pediatricheskaya
farmakologiya — Pediatric pharmacology. 2025;22(3):365-371. (In Russ). doi: https://doi.org/10.15690/pf.v22i3.2903



MexaHn3Ma ee pa3BUTUA MOKa HeT. BblgensaioT Tpu BO3-
MOXHbIX MYTW NPOHUKHOBeHMA LIMB BO BHyTpeHHee yXxo:
CTBOJS1 C/IYXOBOrO HepBa C Mocaefylolmm noBpexaeHmem
CTPYKTYp remMatonabupuHTHOro 6apbepa (MEHWHrOreHHbIn
nyTb), TAMNAHOIEHHbIX U reMaToreHHbln NyTu. Mo gaHHbIM
D. Buonsenso un coaBT. (2012), BUpYC NPOHWKAET BO BHY-
TPEHHee yX0 Yepes COCYAUCTYIO NOAOCKY. OCHOBHbIE TEOPUM
naTtoreHesa y pasfiMyHbiX aBTOPOB CBOAATCSH K Pa3BUTUIO
BUPYCHOrO NabUPMHTMTA, HapYLLEHUIO romMeocTasa KUAKO-
CTEN BHYTPEHHEro yxa, NOBPEXAEHUIO KanwiaspHON ceTwu
WM CTPYKTYpP YAUTKW. BeposTHO, naToreHe3 He cBOAWUTCS
K KakoMmy-m6o ogHoMy mexaHuamy, npu BLUMBW 3anycka-
eTCsl KacKaj HapyleHur, KoTopble B AafibHENLEM NPUBO-
naT K pas3sutuio CHT. Kpome Toro, B KadectBe $paKTopoB
pas3BUTUS TYroyxocTu cnegyeT paccMmatpuBaTb COMyTCTBY-
lowme 3aboneBaHns U OCNIOXKHEHWS, B TOM 4YuUClie Hepo-
HOWEHHOCTb, NPUMEHEHWE ANWUTENbHOW pecnupaTtopHOM
NnoaAEPXKHK, UCNOb30BaHME OTOTOKCUYECKWUX Npenapatos
n ap. dnoKTyMpylouee U nporpeccupytowee tedeHne CHT
MOXeT ObITb CNeACTBUEM peaKkTMBaLMK BUpyca M pas3Bu-
TUS MPOTUMBOBMPYCHOrO MMMYyHofornyeckoro otseta [10].
To4YHOro O6BACHEHUS MnaTtoreHesa OTCPOYEHHOM TYroyxo-
ctn npu BUMBW B HacToSAWMKM MOMEHT He CyLlecTBYET.
MpeanonaratoT, YTO OTCPOYEHHas MaHudecTauus Tyroyxo-
CTU M GIOKTYauMs NOPOroB cayxa MOryT 6biTb 06YCOBEHbI
peaKkTuBauuen supyca [11].

HapyweHua cnyxa oTmevatotcs y 30-40% HOBOPOX-
OeHHbIX ¢ MaHnbecTHoM dopmor BLULMBW, npn 6eccumntom-
HOM dopMe BEPOATHOCTb Pa3BUTUSA Tyroyxoctn — 5-10%.
HecmoTpsi Ha HEBLICOKUIM MPOLEHT AETEeN C TYroyxocTbto,
BO3HMWKaloWwen npu 6eccUMnTOMHOM dopMe TeyeHus,
obuian BblcoKasi 3a6oneBaemMoCcTb 3TONM GOpMON MHOEK-
UMM Ccnoco6CTBYET CyLEeCTBEHHOMY POCTY 4ucna pgeten
C HapyweHussMun cnyxa. HosopoxkaeHHble ¢ BLULMBW value
He NPOXOAAT ayAMONOrMYECKUI CKPUHUHI MO CPpaBHEHMIO
¢ UMB-HeratnBHbiMKM aeTbmu. OueHUBaEeTCs, 4YTO A0N4
BLUMBW B cTpyKType BpOXKAEHHON TYroyxoCTU cOCTaBnseT
npumepHo 10% [2, 12-17].

OpHako BUMBW He TonbKO AIBNSIETCA NMPUYUHOWM BPOXK-
[EHHON TYroyxoCTH, HO TaKXXe BHOCMUT CYLLECTBEHHbIN BKag
B CTPYKTYpPYy OTCPOYEHHOM HeHacneACTBEHHOW MaTonoruu
cnyxa, MaHudecTupylowen BnaoTb A0 LWKOAbHOrO BO3pac-
Ta [8]. B 33-50% BLUMBW-accounnpoBaHHas TyroyxocTb
MMeeT OTCPOYEHHOE Havano C HopMasbHbIMKU MOKa3aTensamMum
ay4MONOrM4ECKOro CKpPWMHUHIa, 4T0 06ycnoBnuBaeT Tpya-
HOCTb BbISIBNEHUS AAHHbIX HapyWweHUM clyxa M 3advacTyio
NPUBOAMUT K NO3AHEN MX AMarHocTuke [16, 18]. MeanaHHbIn
BO3pacT gebtoTa Tyroyxoctv npu maHudbectHon dopme (no
[aHHbIM pa3Hblx aBTOPOB) cocTaBnseT 33 Mec, NPU CyOKNU-
HU4yeckon dopme — 44 mec. Halle Bcero otcpoyeHHas CHT
ne6loTUpyeT B TeYEHWe NePBOro roga Xu3HKU, Npu 3TOM PUCK
pasBUTUS TYTOYXOCTU CoxpaHseTcs 4o 6 neT u ctapwe [13].
[eTtn ¢ maHndecTHON GOPMON, Kak NpaBuio, UMeloT Bonee
BblpaXKeHHOE HapylleHue cnyxa, 6onee paHHuin aebotT CHT
1 60NbWNIA PUCK ee nporpeccupoBaHua. MNMpumepHo y 30%
neten ¢ cybKknnHuyeckon nm y 50% ¢ mMaHubecTHon dop-
Mon BLUMBW BcTpevaetcs ¢noKTyauns nNoporos CribllLn-
MOCTHM (KaK yxydlleHue, TaK 1 ynydleHue) [16, 18]. Cneayet
06paTtuTb BHMMaHWe Ha To, 410 BLUMBW qaBnaetca ogHown
M3 OCHOBHbIX MPUYUH PA3BUTUSA aCUMMETPUYHOM U OAHOCTO-
poHHen CHT — npumepHo B 40% cny4vaes [2, 14]. MHorune
[eTU C BNepBble AMArHOCTUMPOBAHHbLIM B LIKOSIE OAHOCTO-
POHHWM CHUXEHMEM Cllyxa, BEPOSITHO, NepeHecn BOBPEMS
He BbISIBJIEHHYIO CYyOKNMHUYeCKyto dpopmy BLUMBHU [15].

NMomumo CHT, y aetert ¢ BUMBW HepeaKo BbISBNAOTCA
3ab6oeBaHUsA CNeKTpa CyXoBbIX (ayAUTOPHbIX) HEMpPONaTUM,
NMOCKO/NbKY CPean HUX BENMK NPOLEHT POAMBLUMXCS HEAOHO-

WweHHbIMK (30%), a TaKKe NaLneHTOB C HENPSIMOW rMNepou-
NMpyOGUHEMUEN B aHAMHe3e.

Kpome Toro, B 6onee ctapluem Bo3pacTe (nocne 5 ner)
y aeten ¢ BLUMBW MoryT BbISBAATLCA LLEHTPasbHbIE CYXO-
Bbl€ PaCCTPOWCTBA, CYLWECTBEHHO BAUSIOLLME Ha Ciyxopeye-
BOE pa3BUTWE U aKadeMWYecKyto ycneBaemMocTb. B uccne-
nosaHun C.M. BuxHuHon (2019) npusHaku LEHTpanbHbIX
CNyXOBbIX paccTponcTB oTMeyanucb y 70% neten ¢ BLIMBU
npY HOPManbHOM COCTOSIHMM NepudeprnyecKoro otaena ciy-
X0BOW cuctemsl [19].

Yactoe covyeTtaHue BLUMBW ¢ HeOoOHOWEHHOCTbIO 0O6Y-
CNOB/IMBAET BbICOKYIO BEPOSATHOCTb Pa3BUTUS IKCCyaaTUB-
HbIX CPEAHUX OTUTOB, YTO MHOIAA 3aTPYAHSET paHHee BblisB-
nexune CHT [13, 20].

06e dopmbl 3a6oneBaHUs — M MaHUbeECTHas, U cy6-
KNMHMYECKass — MOTyT BbI3blBaTb CHUXXEHME ciyxa Nto6on
CTENeHW TAKECTU (OT IErKON A0 rNyX0Thbl), TaKXKe TYroyxocTb
MOEeT HOCUTb OAHOCTOPOHHUI XapaKTep C BO3MOXHbIM
BOBJ/IEYEHNEM BTOPOro yxa B nocnegywowem. MNporHos pea-
OMNUTaLMM HapyLWEeHUI ciyxa B psae cllydaeB OCNOXHAETCs
KOFHUTUBHbLIM AeDULMTOM, @ TaKKe HannYnem conyTCcTBYIO-
LWnx 3aboneBaHnin, 6osiee XxapaKTeEPHbIM ANs AeTeN C MaHu-
decTtHoOM dopmoi BLUMBU [21].

CornacHo HefaBHWM UWCCNeAOBaHUSAM, YCTaHOB/EHO,
4yT10 y Aeten ¢ BLIMBW BHe 3aBMCUMOCTH OT COCTOSAHUS ciyxa
MOTYyT BO3HWKaTb BECTUOYNSPHble HapyweHus (oo 45% cny-
YyaeB), paccTponcTBa NOXoaKM (46%) n 6anaHca (30%) [22].

OCOBEHHOCTU AUATHOCTUKHU COCTOAHUA

C/IYXA 'Y AETEM C BLiIMBM

YyntblBasad 0CO6EHHOCTM BO3HUKHOBEHMA W Te4yeHus
BLMBW-accounMmMpoBaHHOM TYyroyxocTu, OeTU C MOATBEPK-
[OEHHON WHbeKunen TpebyT AMHAMMUYECKOro ayauonoru-
yecKoro HabnwogeHus. [lake nNpUM YCMEewHOM MpPOXOK-
ACHUM MepBOro 3tana ayAMoIOrMYECKOro CKPUHUHra
(nocpefAcTBOM perncTpaumm OTOaKyCTUYECKOW 3IMWUCCHK;
OA3) petu ¢ BLULMBMU ponKHbl 6bITb HanpaBiieHbl HA BTO-
PO 3Tan CKPUHMHra (guarHoctuyeckoe obcnefoBaHue
Cc 06a3aTenbHOM peructpaumen KOpOTKONATEHTHbIX CNyXO-
BbIX Bbl3BaHHbIX noTteHunanos; KCBI) B cypaonorMyeckun
LLeHTP 10 3 MeC *M3Hu [7, 16, 23, 24]. MNpu BbISBNEHWUN TYyro-
YXOCTU onpeaensieTcs MHAnBMAyanbHas nporpamma nomo-
LK1, pe6eHOK CTaBUTCS Ha AMCNaHCEPHbIN YYeT, AafbHeNee
ayauonoruyeckoe obcnefoBaHMe HEOOXOAUMMO BbIMONHATb
OAMH pa3 B 3 MeC B NepBble rofbl *KM3HW. [Tpn HOpMabHbIX
pesynbratax AMarHOCTMYEeCKOro o6cnegoBaHus pebeHoK
ocTaeTcs noa AMHamMM4yecKuM HabnogeHneM Bpaya-cypao-
fnora, Yyactota OCMOTPOB onpeaensieTcs Bo3pactom [2, 7,
13, 23, 24]:

e B BO3pacTe 3, 6 U 12 MeC KN3HU;
e clroga o 3 ner — Kaxjable 6 Mec;
e ¢ 37006 netT — oauH pa3 B roa.

Mpn NOBTOPHOM ayaMonornyeckom obcnefoBaHumn Npo-
BoasATcs pernctpauunsa OA3, KCBIN, cTauMoHapHbIX CNYX0BbIX
BbI3BaHHbIX MoTeHUManoB (ASSR), akycTnyeckaa umnenaH-
COMETPUS U NoBeAeHYecKas ayaMOMETPUS MO METOAMKaM,
COOTBETCTBYIOWMM Bo3pacTy. MNpu GnoKTyauun Tyroyxo-
CTM NOBTOpPHOE 06CNefoBaHNe MOMXET NPOBOAMTLCS Yalle,
40 cTabunmMsaunn Noporos CAbIWMMOCTU. Y4UTbIBAA PUCKK
BECTMOYNApHbIX HapyweHun npu BLUMBW, pekomeHayeTcs
BK/IIOYNTb B KOMMJIEKCHOE AMarHocTuyeckoe ob6cneposa-
HWEe TaK)Ke TecTbl, OLeHMBaloWMe QYHKLUIO pPaBHOBECKS.
MockonbKy cybKknuMHuyeckaa ¢opma BLUMBW npoteKkaer
npPaKTU4eCKM 6€CCMMNTOMHO, NPU NI060M NOAO3PEHUM NEean-
aTpa (HeBponora, JIOP-Bpaya) Ha 3a[eprKKy Clyxope4yeBo-
ro pas3suTna pebeHoK Nto60oro Bo3pacta B o693aTeibHOM
nopsiake AOMKEH 6bITb MPOKOHCYNLTUPOBAH CYPA0A0rom [2].
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CobniogeHne 3TUX peKoMeHaauun no3BonuT obecre-
YUTb paHHee BbISIBJIEHWE TYroyxoctu y ageten ¢ BLMBMH,
CBOEBPEMEHHOE Ha4yano NporpaMmbl MOMOLLK, YTO MO3BO-
NNT MMHUMW3UPOBATb HEraTUBHOE BAUSIHWE NATONOMMK Chy-
Xa Ha pa3BuTne pebeHKa.

CKPUHMUHTI HA BLIMBH

B mexayHapogHOM ayguoniorMyeckom coobuiectse
He nepBblt rog obcyxpaeTcs Lenecoobpa3HoCTb BHe-
OPeHUs CKpuHUHra Ha BLMBW cpeau HOBOPOXKAEHHDIX.
OcHOBHaA Lenb CKpuHUHra Ha BLULMBW — cHUeHne BO3-
pacta AWarHOCTMKWM HapylleHWW cnyxa, B OCOBEHHOCTU
y OeTeR, ycrnewHo NpowegwWmnx ayauonornyecKku CKpu-
HUHr. OTCcyTCTBME CKPMHUHIa Ha BLUIMBW 3a4acTyto npmBo-
OWT K No3aHen AMarHoCTUKe otcpodeHHown CHT, KoTopas
BbIABNSAETCH yXKe No GaKTy 3aeprKKM peyeBOoro pasButms
[25-29]. NoaTBepKAEHMEM 3TOro paKkTa ABAAETCA MY/b-
TULEHTpoBOe uccnegoBaHue K.B. Fowler n coaBTt. (2017),
B pamKax KOToporo 6bll OcylecTB/ieH OAHOMOMEHTHbIN
CKPUHUKHT cnyxa 1 BUMBW cpean 99945 HOBOPOXKAEHHbIX.
Pesynbtatbl nokazanun, 4to B 91% cnyvyaeB WHOEKUUSA
npotekana B 6eccMMnToMHoOn dopMe U ToNbKo B 9% cny-
YyaeB — B MaHudecTHOW. [locneayolmnn aHanma gaHHbIX
BbIIBMJ, YTO cpeau cnabocnblwalunx geten ¢ sUMBU
y 43% vMena MecTo OTCPOYEHHas TYyroyxocTb, NMPU 3TOM
cpean BCex ciyvyaeB OTCPOYEHHOW TYyroyxoctu 2/3 npwu-
wanchk Ha 6eccumnTomHyto dopmy BLUMBU [29]. Mo paH-
HbiM C.M. BUXHWHOM M coaBT. (2018), Haubonee 4acTas
MaHudecTaLma OTCPOYEHHbIX HapyLleHWW ciyxa y AeTen
¢ BLULIMBW oTmevanachk B nepBble 3 roga *U3Hu [7]. 3Tu aaH-
Hble NOATBEpPXKAAOT HEOOBXOAMMOCTb KpanlHe Cepbe3HOro
OTHOLWEHMUS K BepuduKauum BLLMBU B paHHeM HeoHaTab-
HOM nepuoae M ajeKBaTHOMY BEAEHMWIO LeTeil C AaHHbIM
3aboneBaHuem. lNpu BbigBneHnn BUMBW guHamuyeckoe
Habn4eHe Bpaya-cypaosiora u nposeaeHne perynspHbix
ayanonornyeckmnx obcnefoBaHmii NO3BOMUT CBOEBPEMEH-
HO BbIiBUTb Ae6toT CHT 1 HavyaTb ee KoppeKuuto. Kpome
TOro, 370 NO3BOJIUT PAHO BbIABAATL AETEN C BECTUOYNAPHbI-
MW HapyLLEHUSMK U MPOBOAUTbL peabunutauuio [22].

B HacTosiwMi MOMEHT 06CyKaaloTcs TPU BO3MOXKHbIE
MOJENN CKpUHKUHIa Ha BLUIMBW:
® YHMBepCaNbHbIN CKPUHWHI — OOBCNeayloTCs BCE HOBO-

POXAEHHbIE;
® CKPWHUHI geTen ¢ cuMmnToMaMn MaHuPpecTHOM GOopMbl

BLUMBMW [30];
® CKPWHWHI geTen, ABarKAbl He NpoLweflwmnx nepBbii aTan

ay4MONOrM4eCcKoro CKpuHuWHra (B poaaoMe W AEeTCKOWM

NONUKJIUHUKE).

Llenecoo6pa3sHbiM ABASETCA NPUMEHEHWE NEPBOM MoAe-
I — BCeobLWwero CKkpuHuHra Ha BLUMBW, NocKosbKy UCnosib-
30BaHWe BTOPOM M TpeTen MOAEeNEN He NO3BOAUT CBOEBpe-
MEHHO aAnarHoctTupoBaTtb BLUMBW y neten ¢ cy6KIMHMYECKON
ee GOpMON U, COOTBETCTBEHHO, C PUCKOM OTCPOYEHHOM
Tyroyxoctu [29, 31].

B HacTosiLlee Bpems BBMAY OTCYTCTBUS HEOHATaNbHOIoO
CKpUHWHra Ha BLUMBW 1 BbICOKOM YacToTbl BCTPEYaeMoCTH
ee 6eCCMMNTOMHON GOPMbI CTAHOBUTCS aKTyaslbHbIM BOMPOC
PETPOCMNEKTUBHOM AMarHocTuku BLUMBW. Tpu BbiSBAEHUK
TYroyxoCTW y MnafeHua craple 3 Hej XW3HU JOCTOBEPHO
anarHoctnpoBatb BLUMBW BO3MOXHO TONBKO Npu mcche-
LOBaHMM CyXOro nsTHa KPOBWM B TOM Cjly4ae, €c/in OHO
6bl10 coxpaHeHo. Ocoboe 3HayeHue Ansi PETPOCNEKTUB-
HOW OMArHOCTUKM TaKKe MMEIOT aHaMHEeCTUYEeCKMe aHHble,
BK/IlOYalolWmMe B cebs UCTOPUI0O BeAeHUs 6epemMeHHOCTU
M POAOB C AaHHbIMW TUCTONIOrMM NAALEHTbI; 0COBGEHHOCTH
TeYeHUss HeoHaTanbHOro nepuoga. MNpun aToM OCTPbIM OCTa-
€TCS BOMNPOC BbISIBNEHUSI OTCPOYEHHOMN TYrOyXo0CTH, BO3MOXK-

HbIM pelleHeM [AaHHOW MpobGremMbl SBNSETCs BHeApeHWe
MacCOBbIX ayAMONOrM4ECKUX CKPUHUHTOB HE TOIbKO B Nepu-
0/le HOBOPOX/EHHOCTU, HO ¥ B GoJlee CTapluMx BO3PACTHbIX
rpynnax [32].

JIEYEHUE U PEABMJIMTALIUA

Ha cerogHawWHWM AeHb CBOEBPEMEHHO NpoBeAeHHas
aTuoTponHasa Tepanus BUMBWM nossonser cywecTBEHHO
CHM3UTb PUCK Pa3BUTUS OCJIOXKHEHMI 3TOro 3aboneBaHus
[33]. Cpean npoynx NPUYMH PasBUTUS XpoHudyeckon CHT
BLUIMBW 3acnyxuBaeT npuctanibHOro BHUMaHUs cnewuanu-
CTOB B CBI3U C TEM, YTO B J@HHOM Clly4ae AOCTYMHa nNpoTu-
BOBMpYycHas Tepanua [8]. JledeHne maHudecTHON bopMmbl
BLUIMBW ocyuiecTBnsgeTcs npoTMBOBUPYCHbIMK Mpenapara-
MM, KOTOpble A0 HaCTOSILLEro BPEMEHM OTHOCATCH K rpymn-
ne off-label — raHuuknoBup, BanraHuMKnoBup. B cBA3K
C BbICOKOM TOKCMYHOCTbIO OHU MPUMEHSIOTCA MO U3HEHHbBIM
NMOKa3aHWaM MPU TAXKENOM WU CPELHETSKENOM TeYEeHUU
BLUMBW [2, 3]. OgHaKo npoBefeHHble UccneoBaHns noka-
3anu, 4TO raHUMKNOBMUP M BaNraHUMKAOBUP MOTYT YAYYLWKTb
nnu cTabmnuanpoBaTb NOPOrK CAbILMMOCTU U NOTEHLMUaNb-
HO MOBMIMATb Ha HEPBHO-NCUXMYECKOE pa3BUTUE pPebeHKa,
Korga fleyeHuMe Hayato B TevyeHue 1-r0 MecC »KU3Hu [33,
34]. Yto KacaeTtcs 6eccumnTomMHOn dopmbl BLIMBW, Kor-
[a €edUHCTBEHHbIM KIWHMYECKMM MposiBieHMeM SBAsSeTCH
TYroyxoCTb, BOMPOC Ha3Ha4YeHWs NPOTMBOBMPYCHOW Tepa-
NUKW OoCcTaeTcsl KpanHe AUCKyTabenbHblM M pelaeTcs Bcer-
Ja WHAMBUAYaNbHO C MPUB/EYEHMEM HECKONBbKWMX Cheuu-
aNUCTOB: MONIOXKUTENBHOE PELLEHNE O Ha3HaYeHUn Tepanum
NPUHUMaETCS B PEAKKX CyYasX.

TyroyxocTtb npu BLLIMBUW TpebyeT rub6Koro nogxoaa K pea-
6ununtaumun. B cBSI3M € 3TUM NOMOLLb AETAM BK/OYaeT cre-
Lylolne KOMMNOHEHTDI:
® paHHee cnyxonpoTe3npoBaHne UMDPOBbLIMU CyXOBbI-

MU annapatamu (cpaldy nocse NOCTaHOBKW AMarHo3a),

perynspHoe AvHaMuyeckoe HabniogeHue U HaCTPOMKY

annapatoB C y4€TOM PUCKa M3MEHEHUS MOPOroB Cilbl-

LWIMMOCTH;

°  Npu ry6oKKX CTENEHsX HapyweHusa cnyxa u Heabdek-
TUBHOCTU CNYyXONpPOTE3MPOBAHUA (OTCYTCTBME peak-
LMW Ha TUXMEe 3BYKM B C/yXOBblX annapaTax, OTCyT-
CTBME JUHAMMUKKW CNYXOPEYeBOro pas3BuTHS) B TevyeHue
KaK MMHUMYM 3 Mec — KoxJeapHasa umnnaHtaumsa (KM);

° perynsipHble 3aHATUA C Cypaonenarorom, J0ronenom,
NMCUXONOrOM, My3blKaslbHbiM Nefarorom, KOHCy/bTaluu
ApYyrux cneunannctoB Mpuv HaaMyuMum COMyTCTBYOLWEN
naTtonoruu;

e o6y4yeHne u UHPOPMUPOBAHUE POAUTENEN.

CornacHo o6uwum ana CHT pekomeHaauusam, Bcem AeTam
Heo6XxoAMMO MNPOBECTU CAYyXONpoTeE3MpPOBaHME; NaLMeH-
TaM C BbICOKMMW MoOporamu 3BYKOBOCMPUATUS MOKa3aHa
KW — He3aBMCKMMO OT TOro, Ha3Ha4vanacb NPOTMBOBUPYCHasN
Tepanua unn Het [23, 35]. YunTbiBasg ocobeHHocTn BLIMBU-
accouumnpoBaHHon CHT, Takve Kak GnoKTyaums Noporos
C/IbILWMMOCTH M BblCOKasi BEPOSITHOCTb MPOrpeccupoBaHus
TYroyxoctu, y geten ¢ BLLIMBW, Heo6xoanmo noadupaTtb Chny-
XOBble annapatbl, UMelolme 3anac MOWHOCTU U BO3MOXK-
HOCTb OMepaTtMBHOW HaCTPOMKW. PoauTenn [OSXHblI ObiTb
NPOMHPOPMUPOBAHbI, YTO MPU NOOLIX UIBMEHEHMSAX B COCTO-
SHUM chlyxa HeobXxogMMo 06paTUTbCs K Bpadvy-cypaonory
4NS OLEHKM NOPOroB CAbILMMOCTU U HACTPOMKMU CIYyXOBbIX
annapatoB. B HeKoTOpbIX cnyyasx (y AeTen LOLKONbHOro
M LWKONBbHOrO BO3pacTa, Npu MPOXMBAHWMK B OTAANEHHbIX
HaceNeHHbIX MyHKTax) Npu GAKTyauun NOporos ChbIWM-
MOCTM B ONpejeNieHHbIX npefenax BO3MOXHO co3jaHue
HECKONbKUX PYYHbIX MPOrpamMmm AMs BPEMEHHOIO NepeKnto-
YeHUS B CNyYasax USMEHEHUS ciyxa.



Mo paaHHbIM M. Lanzieri u coaBT. (2017),y 2% netew ¢ 6ec-
cumnTomHon LUIMBWU pasBuBaetcs CHT BbICOKOM CTeMeHMW,
COOTBETCTBYtOWAsA nokadaHuam K KU [17]. 3bdeKTUBHOCTb
KW 3aBMCHT OT CONYTCTBYIOWMX HEBPOIOTMYECKUX COCTOSHUM
[36]. MoKka3aHo, YTO pe3ynbTaThl CNyxopeyeBon peabunu-
Tauuu y getemn, nepeHecwnx MmaHudectHyto d¢opmy BLUMBH,
XyXKe, 4eM npu 6eccumnToMHON dopme, KoTopble, B CBOIO
oyepeab, YCTynalT aHaNOrMyHblM MoKasaTensMm y nauu-
€HTOB C TYroyxoCTbio Apyron aTtmonoruu [37]. 310 mMoxeT
OblTb OGYCNOB/JEHO B TOM 4YWC/le BbICOKOM pacnpocTpa-
HEHHOCTbIO LIEHTPanbHbIX ClYXOBbIX PACCTPOMCTB y AAHHOM
Kateropun nauuneHToB [19]. Kpome TOro, CyL,eCTBEHHbIN
HeraTMBHbIM BKNaj BHOCAT COMyTCTBYylOLWME 3aboneBaHus,
TaKWe KaK nopaeHue LLeHTpanbHON HEPBHOM CUCTEMbI, KO-
HUTUBHbIE HapyLLEHWs, NAaTONOrna opraHa 3peHuns 1 ap. [36].

HecmoTps Ha BCe CNOXKHOCTH, B MHOTO4YUCIEHHBIX UCCe-
[OBaHusX JoKa3aHa adPpeKTUBHOCTbL NpoBeaeHus KNy aaH-
HOM rpynnbl naumMeHToB [2, 14, 37, 38]. HacTpolka pe4yeBoro
npoueccopa npoBoauTcs ¢ GOPMUPOBAHUEM KOHDUrypa-
LMK YPOBHEN KOMDOPTHOM CTUMYAALMK, MAKCUMaANbHO Npu-
OGNMKEHHON K NOporamM perncrpaumm noteHumana gencremns
cnyxoBoro HepBa [39]. BLLMBW saBnsetca oaHon n3 Hanbo-
fniee pacnpoCcTpaHeHHbIX NPUYMH OAHOCTOPOHHEN [NYXOThl,
4yTo gonyckaet npoBeaeHne KU y Takux aeten [40].

Kak ykasbiBanocb Bbilwe, BLUMBW mMoxeT nmeTb pas-
SIMYHblE NPOSIBNIEHUS (CEHCOPHbIE, NCUXOHEBPONOTMYECKHE,
KOFHUTUBHbIE U ap.) B gononHeHne K CHT [5]. B atux cny-
Yyaax nporpamMa MOMOLM AOSIKHA MPOBOAUTBLCS MYNbTU-
AWCUMNAMHAPHOM KOMaHAOM ChneuuanucToB, BKJ/OYalo-
wen cypaonora, neguatpa, MHPEKUMOHUCTa, HeBponora,
odTanbmosnora, noronega, OTOPUHONAPUHIONOrA, MCUXON0-
ra, couManbHOro negarora u gpyrux cneuunanuctos. Coctas
KOMaHbl AO/MKEH O6biTb WMHAMBUAYANU3MPOBAH MNOA HYXK-
bl Kaxkgoro pebeHKa. TaK, Npy Haau4um COMyTCTBYHOLLMX
HapylweHW 3peHns BpavyaMu M negaroramum COBMECTHO
C poauTensiMu JomkHa O6biTb Bbli6paHa noagxogsawas crpare-
rMa KOMMYHUKauun ¢ pebeHKkom. HapyleHus paBHOBecHS
OrpaHM4yMBalOT MOTOPHOE pa3BuTUE pebeHKa, ero yyactue
B OOLLECTBEHHON XW3HWU, KOMMYHUKaLMIO, BO3MOMXKHOCTH
3aHATUS CNOPTOM. B CBSI3W C 3TUM NpU BbISIBAEHUW COMYT-
CTBYIOLWMX BECTUOYNAPHbIX HapyleHnn pebeHKy TpebytoTcs
perynspHbii MOHUTOPUHI COCTOSIHUS paBHOBECHS, NOAGOoP
METOANKM BECTUOBYNAPHOM peabunutaunm [22, 37].
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PE30/1IOLlUA
XXVI KoHrpecca neguartpoB Poccum
C MeXAYHapoAHbIM y4YacTUeM
«AKTyaJibHble Npoo6aemMbl neguaTpun»
28 peBpana — 2 mapta 2025 roaa
r. MockBa

XXVI KoHrpecc neanatpoB Poccumn, B KOTOPOM MpuHSAAN ydyactne 6onee 25 000 y4aCcTHUKOB (M3 HUX
cBbile 3300 0YHbIX JesieratoB) M3 Pas/iMYHbIX PErMOHOB Poccurickon Peaepauunu, cpean KOTopbiX
neanaTpsbl, AETCKME CrELMANNCTbI, OPraHN3aTopbl JETCKOro 3/]0aBOOXPAHEHHNS, a TaKKe Y4eHbIe, npe-
rnoAaBaTe/IM BbICLUEN LLIKOJIbI, CTYAEHTbl, OPAUHATOPbI U acrmpaHThbl, 06CYANST aKTyaslbHble MPo6aEeMbI
OXpaHbl 340P0BbSI AETEN U MPUHSI/T CAEAYIOLLYIO PEI0/TIOLMIO.

1. Mpocutb lFocypapcTBeHHylo Aymy PoccuicKomn
®depepaumm M  MuUHUCTEPCTBO 3ApaBOOXpPaHEHUN
Poccuiickoin ®epgepaumu:

1.1. Paspabotatb M MNpUHATL 3aKoH «06 oxpaHe 3[0-
poBbsi AeTeil», NPeaycCMOTpeB B HEM AENCTBEHHblE Mepbl
rocyfapcTBa Mo 3aluuTe XM3HU 1 3[0POBbSA AETEN, a TaKKe
YCNOBMUS, rapaHTUpYoLWMe rapMoHUYHOE GU3nM4ecKoe, HepB-
HO-MCUXMYECKOE, PEMPOAYKTUBHOE U KOTHUTMBHOE Pa3Bu-
TMe pebeHKa HauBbICLLIEro A5 HEMO YPOBHS.

1.2. BHectn u3ameHeHua B depepanbHbli 3aKOH
oT 17 ceHTa6pa 1988 r. N2 157-d3 (pea. ot 25 nexkabps
2023 r1.) <06 nmMyHoNpodUnakTuke MHOEKLMOHHbIX 601e3-
HeW», NPeayCMOTPEB B HEM MEPbI MO YCUNEHWUIO OTBETCTBEH-
HOCTU poauTenen (3a OTKa3 OT MPUMBUBOK) U Heaobpoco-
BECTHbIX MEAWLIMHCKMX PaBOTHUKOB (BbICTyMaloLWMX NPOTUB
BaKLMHALMW UM PEKOMEHYIOLWMX HEOBOCHOBAHHbIM OTBOA
OT NPMBMUBOK).

1.3. BHectn u3meHeHusa B PepepanbHbli 3aKOH
o112 anpens 2010 . N2 61-D3 (pea. oT 26 nekabps 2024 r.)
«06 obpalleHnn NeKapCTBEHHbIX CPeAcTB», NpefycMOoTpeB
B HEM CO3/aH1e AOMNONHUTENbHbIX YCNOBUI ANS MPOBEAEHMS
KJIMHUYECKUX MCCNefoBaHUM NIEKApPCTBEHHbIX MpenapaTosB
onsa geten.

2.MpocurtblNpasutensctBo Poccuiickoi ®epaepauyum:

2.1. MNpu popmnpoBaHUM BIOAKETOB 34PaBOOXPaAHEHNS
BCEX YPOBHEW npeaycMoTpeTb dUHaHCUpPOBaHWE CryxObl
OXpaHbl MaTEPUHCTBA M AeTcTBa B 06bemax He MeHee 30%
OT KOHCOIMAMPOBAHHOMO 6o KeTa 3[1paBOOXpPaHEHHS.

2.2. TlpuMHATb Mepbl K OpraHusaumm OTeYeCTBEHHOro
NPOM3BOACTBA COBPEMEHHbIX JIEKAPCTBEHHbIX NpenapaTosB
aNna geTen, BKAKYas MMMYyHOGMONOrMyeckmue (B TOM Ywuc-
ne KOMOGWHMPOBaHHbIE BaKLUMHbI), @ TaKXe crneuuasnbHbiX
NIEKapCTBEHHbIX GOpM ANs AeTel, B TOM 4UCie B nepuon
HOBOPOXAEHHOCTU (BUTaMUH K 1 ap.).

2.3. BKAoYMTb B nepeyeHb MHAMKATOpOoB 3ddEKTUB-
HOCTW AESATENbHOCTU MCMOMHWUTENbHOW BNacT Cy6beKToB
Poccuitickon depepaunn noxkasaTeNb CMEPTHOCTU AeTew
B BO3pacTe A0 5 NeT n CMepPTHOCTU AeTeN BCEX BO3PACTOB
OT BHELWHMUX U MHOEKLIMOHHbBIX MPUYNH, YPOBEHb MHBANWA-
HOCTM [ETCKOro HacesleHUs, ypoBeHb (GaKTU4eCKOon npu-
BUTOCTU AETCKOr0 HacefNeHnss OT BaKLMHOMPEeAoTBPaTUMbIX

60n1e3HeN, a TaKXKe ypoBeHb 3a60/1eBaeMOCTH BaKLMHOMNpe-
LOTBPaTUMbIMU MHDEKLMOHHBIMKM B6ONEe3HAMU cpeaun aeTen
pervoHa.

2.4. BocCTaHOBMTb B 34paBOOXpaHEHWW BepTUKanb
ynpasneHus, ob6ecneyMB TeM caMblM efuHble MNOoAXOAbl
B pa3BUTUM 34pPaBOOXpPaHEHWs W paBHble MNpaBa AeTen
Ha noJfly4yeHne BbICOKOKBaNMOULMPOBAHHON MeAULIMHCKON
NMOMOLLM HE3ABUCHUMO OT PEerMoHa NPOXKMUBaHUS.

2.5. B uenax peleHuss npob6aembl MOBbIWEHUS YKOM-
NNEKTOBAaHHOCTU MEAULMHCKUMWU Kaapamu neguatpude-
CKOM cnyx6bl HaBECTU NOPSAOK B oniarte Tpyaa MeauLmH-
CKMX KagpoB Bcex KaTeropui. BHeapuTb cnpaBennuBbiv
NPUHUMM: 3a paBHbIM Tpya — paBHas 3apaboTHasa nnata,
He 3aBucsLLas OT YPOBHSA Pa3BUTUS pervoHa.

3. Mpocutb MuHUCTEpCTBO 3apaBoOXpaHEeHUs
Poccuiickon ®epgepauuu:

3.1. MpoaomxkuTb paboTy MO COBEPLIEHCTBOBAHMUIO
CUCTEMbI BaKUMHOMPOOUIAKTUKU MHPEKLMOHHBbIX 6ones-
Hen y peTen B Poccuickon depepaumun: pacwupuTb
HaLWOHaNbHbIN KaneHaapb NPOPUNAKTUYECKUX MPUBU-
BOK 3a cYeT BBeAEHUS BaKLUMHaUWKU MPOTUB UHOEKLMHN,
Bbl3BaHHbIX MEHWHIOKOKKOM, pOTaBWPYCOM, BUPYCOM
BETPSAHOM OcCnbl, NanuaioMaBupycoMm, AOMNOAHUTENbHbIX
peBaKLUMHaLWK NPOTUB KOKNOWa B AOLWKOMAbHOM U Noa-
POCTKOBOM BO3pacTe, a TaKXe nponucatb U UMMYHO-
npodunakTMKy MNPOTUB PECnUPaTOPHO-CUHLMUTUANbHON
BUPYCHOM UHDEKLIMN.

3.2. MoBbICUTb AOCTYMNHOCTb U Ka4eCTBO KOMMIEKCHOM
peabunaMTauMoHHOM NOMOLLM AETAM C XPOHUYECKOM NaTono-
rMen, AeTam C OrpaHUMYeHHbIMU BO3MOXHOCTSAMU 340POBbS
W fjeTaM-uHBanuMaam:

3.2.1. YKOMNAeKToBaTb Yy4YpexaeHns MeauLnHCKOM
peabuauTauumn cTpaHbl COBPEMEHHbBIM peabunnuTaunoHHbIM
o60pyaoBaHMEM.

3.2.2. PaspabotaTb, cornacoBaTb W NpeacTaBuTb
Ha yTBEPXKAEHWE B YCTAaHOB/IEHHOM MOPSAKE MPOEKT rocy-
[apCcTBEeHHOM nporpaMmsbl «[podunakTMka WMHBaNMAHOCTH
cpeau neten B Poccuinckon depepatmm».

3.3. B cBfA3M C COXpaHSAOWMMUCA TPYAHOCTAMMU B OCY-
LWeCTBIEHMM ONepaTUBHOro c6opa cBeAEHNM, HEOOXOAUMbIX
4NS BbINONHEHUS 3ajay U GYHKUMIM raBHOMO BHELWTATHO-



ro cneuunanucta (0T MaBHbIX BHELWTATHbIX CNeunanucToB
CyOBbEKTOB, MaBHbIX cneLmanncToB denepanbHbiX OKPYros,
oT denepanbHblX MEAULIMHCKMX OpraHu3auui no Hanpas-
JIEHUI0), BHECTU AononHeHus B Mpukas MuH3gpasa Poccuu
oT 25 oKTa6psa 2012 . N2 444 «O rnaBHbIX BHEWTATHbIX cre-
unanuctax MuHucTepcTBa 34paBoOOXpaHeHUs PoccumncKon
depepaumnn», feTanbHO NPeacTaBUB NOTHOMOYUS MAaBHOIO
BHeWTaTHOro cneuuanucta MuHagpaBa Poccuu, rnaBHbiX
cneunanncToB Cyb6beKToB, crneunannuctos depepanbHbiX
OKpPYroB.

3.4. TpoBeCTM PEBU3UI0 HOMEHKNATYpbl cneluanbHo-
cTel nNpuKkasa. BBeCTM B MHCTUTYT raBHbIX CNeunanucToB
rNaBHOro BHELWTATHOroO AEeTCKOro cneuunanucta anneprono-
ra-MMMyHoOMOra, raBHOro BHELWTATHOro AETCKOro cneuua-
NIMCTa AepmMaToOBEHEPOIOora, MaBHOro BHEWTATHOIO AETCKO-
ro cneuunanucTa cypaonora-oTOpMHONapMUHIoNora, rMaBHoro
BHELWTaTHOro 4EeTCKOro cnewuanncta no CnopTMBHON Meaun-
LMHe, NPUBECTM B COOTBETCTBME NepeYeHb rMaBHbIX BHEL-
TaTHbIX CNeuuanncToB M HOMEHKNAaTypy chneuuanbHoCTeN
B [JETCKOM 34paBOOXpPaHEeHWW, rapMOHW3UPOBaAB AETCKue
crneunanbHOCTU C ypOBHEM 3a60/1€BaEMOCTH AeTeN.

3.5. ing yny4leHuns COCTOSAHWUSA 340POBbS U NOBbILLEHUS
3bPEeKTUBHOCTU OKal3aHWa MeAMKO-NCUXOI0ro-negaroru-
YeCcKoM MOMOLWM MoApPOCTKam nepenpodunmMpoBaTb LEH-
Tpbl 340POBbSi CTPaHbl B LLEHTPbl 340P0BbS MOAPOCTKOB,
npopa6otaB GyHKUMOHAbHbIE 06S3aHHOCTU COTPYAHUKOB
M MapLIpyTM3aLMio NaLUeHTOB.

3.6. B cBA3M C LWUWMPOKMUM BHEAPEHUEM B MPAKTUKY BCMNO-
MoraTefibHblX PEnpoAYKTUBHbIX TexHonorun (BPT), BKlO-
YaloWwmX MHTEHCMBHOE MPUMEHEHWE ICTPOreHOB B Nepwu-
O MOArOTOBKWM C LENbI CTUMYNSLMKM OBYISILMKM, BHECTHU
B cTaTUCTHYeCKyto dopmy N2 32 «CBefieHNs 0 MeAULIMHCKON
nomoLM 6epeMeHHbIM, POXKEHULaM U pogunbHuLam (bop-
Ma N2 32 (rogoBas))», yTBEpxAeHHYI0 Mpuka3om PoccTtaTa
oT 23 pgekabps 2024 r. N° 674 «0O6 yTBEpKAEHUU dop-
Mbl deaepanbHOro cTaTucTUYeckoro HabnoaeHus N 32
,CBefeHUs 0 MegULIMHCKON NOMOLWM BGEepeMEHHbIM, POXKe-
HULAM W POAMABbHULLAM® U YKa3aHWK NO €€ 3anofHEHUIO»,
pasfenbHyto 0TYETHOCTb N0 6EPEMEHHOCTAM, HACTYNUBLUUM
€CTEeCTBEHHbIM MyTEM W C ucnonb3oBaHuem BPT. Kpome
3TOro, BBeCTH rpady «KpaTHOCTb MPOBEAEHHbIX NpoLeayp»
C YKazaHueM ncxoga npeablayLimx.

3.7. Ans npeaocTtaBneHUs CBEAEHWN O 4YUCNEHHOCTH
nauMeHToB C pa3nyHbiMKM 3a60NeBaHUAMMU, HEOOXOANMBIX
ana GopmMupoBaHns NPOEKTOB CTaHAApPTOB MEAMLIMHCKON
NOMOLLM, a TaKXe ANs pacyeToB noTpebGHOCTeW B neKap-
CTBEHHbIX NpenapaTax, MEAULUMHCKUX U34ennax, UCMOoNb3y-
eMbIX B TOM 4Yucie Npu peabunmtauumn onpeaeneHHblx Karte-
ropum 60MbHbIX, B POpMax CTaTUCTUYECKOro HabnwoaeHus
N2 12 «CBefieHMs 0 yncne 3aboneBaHnit, 3aperncTpupoBaH-
HbIX Y NALMEHTOB, MPOXMBAIOWMX B paioHe 06CNYKUBaHNUS
MeaULMHCKOM opraHmn3aunn» n N2 14 «CBeaeHust o gesitenb-
HOCTW NoApasaeneHnn MeanLMHCKOM OpraHnM3annm, okasbl-
BaloLWMX MEAMLIMHCKYIO MOMOLLb B CTALMOHAPHbIX YCIOBUSAX»
yKasblBaTb YUCNEHHOCTb MNALMEHTOB NO KOHKPETHLIM KOAaM
MKB-10, 6e3 rpynnupoBKM.

3.8. B cBs13K ¢ rnobanbHbiMy Npob6aeMamm aHTUMUKPOO6-
HOM PE3UCTEHTHOCTM U HEOBXOAMMOCTbIO MHGOEKLMOHHOIO
KOHTpONs B dpopmax cTatucTuyeckoro HabnwogeHua N° 12
«CBefeHnss 0 yucne 3aboneBaHWi, 3aperncTpupoBaHHbIX
y NauMeHToB, MPOXKMBaOWMUX B paroHe 06CNyKnBaHUA
MeaWLMHCKOM opraHmn3aunn» n N2 14 «CBeaeHust o gesitenb-
HOCTW NoApasaeneHnn MeanLUMHCKOM opraHnMsannm, okasbl-
BaloLWMX MEAMLMHCKYIO MOMOLLb B CTALMOHAPHbIX YCIOBUSAX»
npU HanuMyumM pesynbTaToB ITUONOMMYECKOW AMArHOCTUKMU
MHOEKLMOHHOrO areHTa yKasbiBaTb kKog MKB-10 ¢ cooTBeT-
CTBYIOWMM MHDEKLMOHHBIM BO36YAUTENEM.

3.9. B uensx agekBaTHOM OLeHKKN 06ecrneyeHHOCTH Bpa-
YyaMu-crneymanucTaMm [OeTCKOro HaceneHuss PoccuicKon
depepaumm B nogpasgen 1 «JomKHOCTM U dU3NYecKue
nnua MeguUMHCKOW opraHndaumn» pasaena ll «ltatel megu-
LMHCKOW opraHu3aunn» GopMbl CTAaTUCTUYECKOrO Habno-
nenna N2 30 «CBeseHuWss 0 MEAWMLMHCKOM OpraHv3auuu»
K Bpa4yebHbIM crneuunanbHOCTIM, He UMEWMUM OTAEebHON
cneuyanusaumm Ana naunMeHToB AETCKOro Bo3pacTta (Hanpu-
Mep, anneprosiorn-uMMyHONOrM 1 Ap.), BKOYaTb CBEAEHMUSA
0 YMCNIEHHOCTU TaKUX CNeLmannucToB, OKa3blBalOWKUX Mean-
LIMHCKYIO MOMOLLb AETAM.

3.10. B cBA3M ¢ HEOBXOAMMOCTbLIO PErYNAPHOro aHanmsa
COCTOSIHUSI CUCTEMbI OKa3aHMA MeAULIMHCKON MOMOLLM AeTAM
He TOJIbKO B LIEJIOM MO CTPaHE, HO M B KOHKPETHbIX pernoHax
dopMbl cTatucTudeckoro HaobnwoaeHns N2 30 «CBepeHus
0 MeauuMHCKoW opraHudauumn» n N2 47 «CBegeHus o cetu
N 1eATeNbHOCTM MEAULIMHCKMX OpraHM3aumii» NpeacTaBnsiTh
He TOMbKO B LienoM no Poccuinckon denepaumun, HO TaKxke
npeaycMoTpeTb PaclIMPEHHblE BapuaHTbl, BK/OYalOUME
CBEeAEeHUSs N0 KOHKPETHbIM cybbeKkTam Poccuu.

4. Mpocutb MHUHUCTEPCTBO 3ApaBOOXpaHEeHUA
Poccuiickoinn ®epgepauun u PepgepanbHbiit GoHA 0693a-
Te/IbHOro MEAULIMHCKOro CTpaxoBaHUA:

4.1. B uenax ganbHenwero pa3Bntng ctaunoHaposame-
L aloLWMX TEXHONOMMI NnepecMoTpeTb Tapudbl GUHaHCHpoBa-
HUS NpebbiBaHWs AeTen B AHEBHbIX CTaLMoOHapax M npuee-
CTU UX B COOTBETCTBUE C GAKTUHECKUMM 3aTpaTamu.

4.2. MNMpegoctaBuTb AeTAM MNpaBo nofnyyatb MeguLMH-
CKYl0 noMoLLb B Nto6om defepanbHOM YYpeKAeHUN B COOT-
BETCTBMM C Npodunem 3abonieBaHus.

4.3. Co3gaTb AMArHOCTMYECKYID KIMHWKO-CTaTUCTUYe-
ckyto rpynny (KCI) ¢ KoaddrLMEHTOM OTHOCUTENBHOM 3aTpa-
TOEMKOCTU OKalaHus MeauuuHcKonm nomouwmn (K3) 6onb-
we 2 B rpynnax KCI st27.005 MnepTtoHnyeckana 60ne3Hb
B cTagun o6ocTtperns, KCI st04.003 BonesHu nevexu,
HeBupyCHble (1-i ypoBeHb) M st04.004 Bone3Hu neyexw,
HEBUPYCHbIE (2-N YPOBEHb) ANA NPOBEAEHUS AMarHoCcTUye-
CKOr0 MOMCKa € UCMNofib30BaHMeM JOPOroCTOAWMX METOLOB
nccnefoBaHUs nauueHTam AEeTCKOro Bo3pacTa € Lenblo
BepubuMKaumn guarHosa B defepanbHblX yHpexaeHunsx.

4.4. TlepeHeCcTn pefKue reHeTMyeckue 3abosieBaHus
13 rpynn KCI' st15.010 ¢ K3 0,74 n st35.008 ¢ K3 1,16
B rpynny KCI' st36.002 PeaKkne reHeTU4eCcKne 3aboneBaHus
¢ K3 3,50, TaK KaK, cornacHo ctaHaapTamMm oKal3aHua Meau-
LIMHCKOM MOMOLWM M KAUHUYECKMM peKomeHAaumnsam, 06b-
eM HeobXxoAMMbIX KAWHMKO-nabopaTopHbIX UccneaoBaHum
B AaHHOWM rpynne BKAOYaeT B cebs goporocrosuime mMeTo-
Obl AWArHOCTUKM, KOTOPble HE MOKPbIBAIOTCS MMEIOLLMMCS
TapudHbIM NNaHOM B BblleyKa3daHHbix rpynnax KCI ¢ K3
MeHee 2.

5. MNpocutb MuHUCTEPCTBO 3apaBoOXpaHe-
Hua Poccuiickoin Pepepauuun, MUHUCTEPCTBO HayKH
U BbiclLEro o6pasoBaHua, AKagemuio Hayk Poccuinckon
depepauum:

5.1. YBennuinTb GuMHaHCUpPOBaHME Hay4YHbIX UCCNeoBa-
HWW, HanpaBfiEHHbIX Ha BbINOMHEHWE HALMOHabHbLIX MPO-
eKToB «3paBooxpaHeHune», «emorpacdus», «Hayka», obpa-
TMB 0c060€e BHMMaHWe Ha npoBeaeHne GyHAaMeHTaNbHbIX
M MOMCKOBbIX Hay4HbIX PaboT No NPobuUIaKTUKE MHBaNUA-
HOCTU JeTen M No TeMe UHPEKLMOHHbIX 60SIe3HEN, C 06b-
eMOM GUHaHCUPOBaHUA neauaTpUYecKnx Tem He MeHee
25% oT 06LLero 6oaxKeTa.

5.2. TpofonXKuTb COBEPLIEHCTBOBaHWE nNeanaTpu-
YyecKoro o6pas3oBaHMs M MOArOTOBKM HayYHblX Kaapos
no neanaTpuu, aktTyannamposas GOHJ OLLEHOYHbIX CPEACTB
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M npodeccuoHanbHble CTaHAapPTbl NeAMaTPOB U AETCKUX
cneumanncToB.

5.3. MpeaycMoTpeTb MeXxaHWM3M BblAeNEeHUS [LOMOHK-
TeNbHbIX GUHAHCOBbLIX CPEACTB A/ OpraHM3aLuK Hay4YHbIX
uccnefoBaHUn No TeMaM, MMEOWKUM YPreHTHYI0 aKTyalnb-
HOCTb (B C/ly4ae BO3HWKHOBEHWS MaHAEMWM, TEXHOMEHHbIX
KaTtacTpod K T.4.), He BXOAALWMM B rocyaapCcTBEHHOe 3ajaa-
HWe No HayKe TeKyllero roga.

5.4. MogaepxaTb UAE Co3[aHUs B pas3HbIX PernoHax
MUpa CeTU KIMHUKO-HaAy4yHO-06pa3oBaTesibHbIX LEHTPOB
noa arnaon Poccuinckon deaepaumn anst COBepLIEeHCTBOBA-
HUS OKa3aHWS MeAWLMHCKON MOMOLM AeTSM M ONnTUMK3a-
LMK Hay4HbIX UcciefoBaHnn B 06nacTv neaMaTpuu, a Tak-
e B Lensx npoBefeHns o6pa3oBaTefibHbIX MEPONPUATUI
ana 3apyb6erHblX Konner, o0co6eHHO B CTpaHax, rae oTcyT-
CTBYET cUCTeEMa AETCKOro 3apaBOOXpPaHeHUs, neamatpuye-
CKOWM HayKu 1 06pas3oBaHus.

6. NMpocutb MuHuctepcTBo npoceeweHus Poccuiic-
Ko depgepayum:

6.1. lupe npuBnekatb npodeccuoHanbHOEe Meau-
LUMHCKOE COoO6LWEeCTBO K MOArOTOBKE Y4YeOBHbIX NporpamMm
no ¢opmMuMpoBaHWiO 340POBOro M 6GesonacHoro obpasa
KU3HM yYaLnxcs.

6.2. NMpoaonKunTb paboTy N0 CO34aHMUIO LWKON 340POBbS,
npefycMoOTpeB B HWX CO34aHWE YCNOBWW ANSi COXPaHEeHUs
W YKpenaeHus 340p0Bbs yyallumxcs.

7. PeKkomeHpoBaTb opraHam ynpasJ/ieHUs 34paBooOX-
paHeHuem cy6beKToB Poccuiickon depgepayuu:

7.1. Co3paTtb yCnoBus AN paclWMpPEHUs CETU U OpraHu-
3auuun paboTbl OTAENEHUI MELUKO-COLMANbHON MOMOLLK.

7.2. MpUHATb MEPbI MO PAa3BUTUIO B PErMOHE peabunuTa-
LLMOHHOW MOMOLLM AETAM.

7.3.TpoBecTn paboTy Mo COBEPLIEHCTBOBAHUIO CECTPUH-
CKOM cny»KObl. BBECTU B CTPYKTYpYy OpraHoB ynpaBieHus
34paBOOXpPaHEHWEM [OMKHOCTb [NaBHOro cneuuanucta
no CECTPUHCKOMY Aeny.

8.MopyunTtb npe3uaeHTy u Ha6nogarenbHOMy COBETYy
Coro3a neguatpoB Poccuu: o6ecneynTb neguaTtpuyeckune
daKynbTeTbl MEAULMHCKMUX BY30B U KNAaCCUYECKUX YHUBEP-
CUTETOB €XEerogHo 06HOBNSEMbIM KOHTEHTOM A5 NpoBe-
[LeHNA B NepBYIo Hefento ceHTabps «Bcepoccuickoro HYaca
namMsaTv BEIMKMX NeanaTpoB», loOUen KOTopblx OTMeYatoT-
CSl B TEKYLLEM rOAY.

9. Mopy4nTb peKTopam MegULUHCKUX n papmaues-
TUYECKUX BY30B M JeKaHaM MeAULMUHCKUX daKyb-
TETOB KJ/laCCMYECKUX YHUBEPCUTETOB, B KOTOPbIX
06y4aloTcd CTYAEHTbl MO CheuuanbHOCTU «neauaTpus»,
o6ecrneynTb NpoBefieHNe Ha MNepBON Hefefie CeHTAGPA
Kayjoro roga «BcepoccuicKOro 4aca namati BeMKMUX
neanaTpoB», 06UIEN KOTOPbIX MPasaHyloTCA B TEKYLEM
roay.

10. PekomeHpoBaTb OTAeNeHUI0O MeJULUHCKUX
HayK PAH (ceKuusi KIMHUYECKON MeAULMHbI) NOCBSLLaTb
He MeHee 0AHOro 3acefaHuns B rofl NamMsaTh BEJIMKUX POCCUI-
CKMUX NeaMaTpoB.
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EMA oaoGpuio nepBbiK npenapar
ansa nmopaeu c cuHapomom lNMpaaepa - Bunnu

BPOMEWCKOE areHTCTBO MO IeKapCTBEHHbIM CpeAcTBam

(EMA) 0ogo6puno 3asiBKy Ha MnoslydyeHue perncrpalmoH-
HOrO YAOCTOBEPEHMS Ha NEPBOE IEKAPCTBO OT HEYTOMMOIO
rosoga (runepdarum), CBA3aHHOIO C PeAKUM reHEeTUYECKUM
3aboneBaHneM — cuHapomom [lpagepa — Bunnu (CIB),
ONs B3pocnblX 1 geten oT 4 net. Peyb nget o guasokcuae
XOJIMHa, pa3dpaboTaHHOM aMepMUKaHCKON KoMnaHnen Soleno
Therapeutics.

B mapTe npenapat noa TtoproBou Mapkown Vykat XR
0406pUI0 TakKe YnpaBneHue Mo caHUTapHOMY Haa30py
3a KayecTBOM MULLEBbLIX NPOAYKTOB U MeanKkameHToB CLUA
(FDA). 370 cTano He TONbKO OAHUM M3 CaMbiX AONTOXKAAHHbIX
paspelleHnn OT aMepPUKaHCKOro perynaropa, HO U Ba*KHOM
BEXOW B UccnenoBaHum 3aboneBaHns, KOTOpoe paHee 6bino
CNOXHO NeYnThb.

CuHagpom lpagepa — Bunam — peagkoe reHeTmyeckoe
3abosieBaHue, XxapakTepusywluleecs runepdarmen (4ys-
CTBOM CWJ/IbHOrO, MOCTOSIHHOIO ronoAda), NOBEeAEHYECKM-
MU NpobnemMamu, KOTHUTUBHBLIMWU HapyLEHUAMMU, HUIKUM

MbILEYHbIM TOHYCOM, HU3KMM POCTOM (EC/IN HE MPOBOAMUTCS
fleyeHne roOpMOHOM pocTa), HaKomnjeHUem M36bITOHYHOro
Upa, 3a4epKKaMn pas3BUTUS U HEMOJHbLIM MONOBbLIM pas-
BUTUEM.

ClB 06bI4HO nevaT € MNOMOLLbD MOoAAEPKMBAIOLLEN
Tepanuu M ropmMoHa pocTa 4YesoBeKa ANA HapalwwmBaHua
MbILIEYHON MaCChl M CHUXKEHUS YPOBHS XMpa B OpraHU3Mme.
MHorga nauneHTam Ha3HavaloT NPOTMBOCYAOPOXKHbIN Mnpe-
napat Tonupamart, Y4To6bl CHM3UTb anneTut. OgHaKo 4O CUX
nop He 6biN0 0406PEHO HM OAHOW APYrOW NEeKapCTBEHHOM
Tepanuu. ITo CBA3AHO OTHACTU CO MHOXECTBOM MposiBne-
HUW 3a60NeBaHKs, a TaKKe C He [0 KOHLA M3Yy4YEeHHOU ero
reHeTMKon. C MmomeHTa ogobpeHus ropmMoHa pocTa Yeno-
BeKa 25 neT Halaj Kaxabli npenapar, gocturwmn ¢assbl i
nccneaoBaHui, Tepnen Heyaady uamn 6bil OTKIOHEH perynm-
pYyOLWUMM OpraHamu.

UcToyHuK: https://gxpnews.net/2025/06/ema-
odobrilo-pervyj-preparat-dlya-lyudej-s-sindromom-
pradera-villi/

HoBbi npenapat gna npodbunaktuku PCB

npaBneHWe Nno caHWTapHOMY HaA30py 3a Ka4yecTBOM

nuueBbiX NpoayktoB M MeankameHtoB CLUA (FDA)
006pUN0 MOHOK/OHaNbHOE aHTUTENo KiecpoBumab-cfor
(Enflonsia) gna npodunakTUKKM pecnupaTopHO-CUHLMUTH-
anbHoro BupycHoro (PCB) 3a60neBaHns HUXKHUX AblXaTeNb-
HbIX MyTEN Y HOBOPOXKAEHHbIX. PelleHune perynatopa no3eo-
NUT BbINYCTUTb npenapaT nepej Havyanom ce3oHa PCB,
KOTOPbIA O6bIYHO HaYMHAETCH OCEHbID M 3UMOW WU ANUTCS
BCIO BECHY.

OpgobpeHne 6bII0 YaCTUYHO OCHOBAHO Ha pesynbraTtax
ncecneposanusa dasbl lIb/Ill, B KoTopom 0aHa Ao3a K1ecpoBu-
Maba CHM3uNa cBs3aHHble ¢ PCB MHOEKLMN HUKHKUX OblXa-
TeNbHbIX NyTeN, Tpebylolwme MeaMLMHCKOro BMeLLaTeNbCTBa,
Ha 60,5% B TeyeHMe 5 mec No cpaBHEHUIO ¢ Nnauebo. 370,
B CBOIO 04epefb, CHU3UN0 rocnutanmsaumm Ha 84,3% 3a aT1oT
e nepuofd. Hanbonee 4acTbiMKU HeXenaTenbHbIMKU ABIEHNUS-
MW, CBSAI3aHHbIMU C K/IeCpOBMMaboMm, Bbln 3pUTEMa B MecTe
WMHBEKLIMM, OTEK B MECTE MHBEKLIMM U CbiMb.

KnecpoBumab — BTOpPOE MOHOKJ/IOHA/IbHOE aHTUTENO,
ofobpeHHoe ang npodunaktnkm PCB-nHdekumn B CLUA.
B 2023 r. FDA ogo6puno HupceBumab. B oTinyme oT HUp-
ceBvMaba, O3MPOBKa KOTOPOro pacCcyMTbiBaeTcs no Becy,
KnecpoBumMab nmeeT PUKCUPOBaHHYIO A03Y, HE 3aBUCSLLYIO
OT Beca MnageHLua.

«3aboneBaHne PCB gBnfetca OAHOW M3 OCHOBHbIX
NPUYUH rocnUTanu3aumMm MNageHUeB M MOXET npuBe-
CTW K CEPbE3HbIM pecnupaTopHbIM 3a601eBaHUAM, TaKUM
KaK 6poHXnonuT n NnHeBMoHuS. Enflonsia coyeTtaeT B cebe
yA0O6CTBO [03MPOBaHUA C y6eauTenbHbIMU KIWMHUYECKU-
MW A3HHbIMW, MOKa3blBAOWKUMKU 3HAYUTENbHOE CHUXKE-
HMe 3a601eBaemMoCTM U rocnuTanM3alunn, YTo genaeT ero
MHOroo6eLiaoWwmM HOBbIM BMELIATENbCTBOM A5 3aluTbl
MnageHues ot PCB», — cKa3an B npecc-penuse OoKTop
OKkTaBMo Pamunbo, rnaBHbIM MccnegoBaTelb KOMMOAHUM
Merck.

UcTo4HUK: https://lifedme.plus/ru/news/rsv-13335/

HoBbi# Npenapar B Ie4eHUU HacieACTBEHHOro
aQHIr’MOHEeBPOTUYECKOro oTeKa

npaBfieHWe MO CaHWTApPHOMY HaA30py 3a KayecTBOM

nuiLeBbIX NPoayKToB 1 meankameHTtos CLUA (FDA) oao-
6pwuno npenapat Andembry (garadacimab-gxii) ans npodu-
NTAKTUKKW NPUCTYMNOB HacNeACTBEHHOIrO aHTMOHEBPOTUYECKO-
ro oteka (HAO) y naumeHToB 12 neT 1 ctaple. 1o nepsoe
W edMHCTBEHHOE CpeacTBOo, 6nokupyowee dakTtop Xlla —
KNto4eBow 6eN10K Nia3mbl KPOBU, y4aCTBYIOWMI B Pa3BUTUN
otekoB npu HAO.

Andembry — 3TO aKTMBMPOBAHHbLIM MHIMOUTOP daKTopa
Xl (FXlla) (MOHOKNOHaNbHOE aHTUTENO), NpeaHa3Ha4YEeHHbIN
NS CaMOCTOSITENIbHOTO MOAKOXHOIO0 BBEAEHWS C MOMOLLbIO
aBTOMHXXEKTopa. [lpenapaT noaaBfseT BEPXHIO 4YacTb
KacKaga HAO, Bosgencteys Ha dakTop Xlla, u obecneynsaet
YCTOMYMBYIO 3aLLMTY OT MPUCTYNoB. MpenapaT BBOAWUTCS OAUH
pas B mecsl, npoueaypa 3aHumaeT meHee 15 c. OTcyTcTBMEe
LMTpaTa B COCTABE CHUXKAET pa3aparkeHne nNpu UHbEKLMN.
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AddekTMBHOCTE Andembry noaTBepKaeHa B x04e Kiu-
HUYEeCKOro uccnegoBaHns TpetTbein ¢dasbl, B KOTOPOM:
°* 62% NauMeHTOB He UCMbITbIBANM NPUCTYMNOB B TEYEHUE
6 Mec Tepanuu;
* yactoTta npuctynos HAO cHuadunacb Ha 99% u 6onee
no cpaBHEHWIO ¢ Nnavue6o;
°*  Heob6X0AMMOCTb B CMMMNTOMaTUYECKOM Tepanun CHU3U-
nacb B cpegHeM Ha 88%, a YNCNO YMEPEHHbIX U TSXKEebIX
npuctynos — Ha 90%.
Haunbonee yacTbiMu HexXenatenbHbIMU ABNEHUAMU BblNn
Ha30bapUHIUT 1 60J1b B XXMBOTE (= 7% NauueHToB).
HAO — penKoe, XpOHMYECKOE M MOTEHLMANbHO ONacHoe
0N XM3HU TFeHeTuyeckoe 3abofieBaHMe, XapaKTepuayto-

lweecs NOBTOPSIOWMMUCS U HEMNPEACKA3YEMbIMU OTEKAMM,
KOTOpble MOTYT BO3HWKaTb B Pa3/IMYHbIX YacTaXx Tena, BKItO-
Yyas KOXY, MOAKOMHYI KneTyaTKy, CNM3ucTble 060/I04KHK
W BHYTPEHHWE OpPraHbl.

OcHOBHbIMKU MipninHaMn HAO aBNAIOTCA FEHETUYECKM
06YyCNOBNEHHbIV AeDUUMT MM HapyleHne yHKUuK 6en-
Ka, Ha3blBaemoro MHrmbutopom Cl-3cTepasbl, KOTOPbIN
UrpaeT BaXKHYlO POJib B PEryNsiLMM CUCTEMbI KOMMIEMEHTA.
Mpuctynbl HAO yacTto 601€3HEeHHbI U BCTpeYyatoTcs npumep-
HO y 0aHOro 13 50 TbIC. YENOBEK.

Ucto4HuK: https;//www.healthday.com/healthpro-news/

allergies/fda-approves-once-monthly-
andembry-for-hereditary-angioedema

FDA opo6puno nepBbii FCRn-6/10KaTOp
ANA Ne4YeHUss MMacTeHUM rpaBuc

npas/jeHne No caHWTapHOMY HaA30py 3a KayecTBOM

NULEBbLIX NPOAYKTOB W MeankameHToB CLUA (FDA)
opo6puno npenapat Imaavy (nipocalimab) KomnaHuu
Johnson & Johnson (J&J) ans neyeHusa reHepann3oBaHHOM
MuacTeHuu y nioaen ctaplie 12 nert.

370 nepBoe CPeAcTBo, NoaaBnsiollee aKTUBHOCTb HEOHa-
TanbHoro Fc-peuentopa (FCRn) — 6enka, KOTopblK 3alimuaeT
MMMyHorno6ynuH G (IgG) ot pacnaga. lMpu ayTouMMyHHbIX 601e3-
HAX BblpabaTtbiBaloTCA natonornyeckue lgG-aytoaHTuTena,
aTaKylolMe COOCTBEHHbIM opraHu3Mm. B cnyyae muacteHwuu
noA yaap nonagatoT peLenTtopbl B HEPBHO-MbILLEYHbIX COean-
HEHMSAX, H4TO HapyLUaeT nepeaayy HEPBHbIX CUTHANOB K MblLLLLaM
W BEAET K Ux ocnabnexuto. Imaavy 6nokupyeT FCRn-peuenTtopbl,
B pe3ynbraTe Yero ayroaHTuTena 6bicTpee paspyLuatoTcs.

JlekapcTBO paspelleHo UCnonb3oBaTb NPU HaIMyuK
NOMIOXMUTENbHbIX aHTUTEN K aLeTWIXOIMHOBOMY peLenTo-
py WAM MbllleYHO-CNeUnPUYECKON KMHa3e — MapKepoB
MUacTeHnn. AT 6eNKM Yalle BCEro BbICTYNaAT MULEHAMMU
onq lgG-aytoaHTuTen npu 3abosieBaHuu.

KnuHnyeckne uccnegoBaHna nokasanu 3Ha4MMoe yayy-
LWeHWe COCTOSHMSA YHaCTHUKOB, Nony4yaBLIMX Imaavy B cove-
TaHUU CO CTaHAapPTHOM Tepanuen Ha MNPOTSXKEHUM NONy-
roaa. Mpun atoM addPeKT coxpaHanca B TedeHne 20 mec.
YKagblBaeTcs, 4TO Npenapar CHUXKaeT ypoBeHb ayToaHTUTEN
Ha 75% c NnepBOMN MHbEKLMW.

UcToyHuK: https://pharmvestnik.ru/content/news/
FDA-odobrilo-pervyi-FcRn-blokator-dlya-lecheniya-
miastenii-gravis.html



Mamatu Konnerun
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NMamatn ®epopa UropeBuya lNeTpoBCKOro
(05.05.1974-09.06.2025)

MeguunHcKoe HayyHoe
neguMaTpuyeckoe cooblue-
CTBO TOHECNIO TAXKENyio
ytpaTy: 9 uoHa 2025 1.
ywen wu3 XW3HU BTOPOM
pekTop XaHTbl-MaHCcHUCcKoM
rocygapcTBeHHOMW Meau-
LMHCKOWN aKagemuu [OK-
TOPp MEAWUMHCKUX Hayk,
npodeccop Kadenpbol dap-

MaKonoruu, neavaTpuu
M MHOEKUMOHHbIX 6ones-
Hen depop MWropesuy
MeTpoBCKUN.

depop Uropesuy
MeTpoBCKUI poauncs

5 mas 1974r. B . HOBOBOPOHEXKE B CEMbE WHMKEHEPOB.
locne OKOHYaHMA LIKOMbI NPUHAN pelleHne cBA3aTb CBoe
oyanyulee ¢ meauuuHow, noctynue B CUOMPCKUM opaeHa
KpacHoro 3HaMeHu rocyfapCTBEHHbIN MEAULUHCKUR YHU-
BEPCUTET Ha MEANKO-BMONOrMYeCcKnn arynbTeT.

3a Bpems obyyveHns depop MropeBny nokasan cebs
KaK TanaHTAMBbIN, TPYAONOOUBBLIN U LeneycTpeMeHHbIN
CTYLEHT, NPOSABAASN OCOObIM MHTEPEC K WM3YYEHUIO Mpo-
nefeBTUKU BHYTPEHHUX 6GONIe3HEN, KIUHUYECKON WMMY-
HONIOTMK U anneprosiornu, a Takxe KIMHuyeckon dapma-
KONOTrMW, HEKOTOPblE AUCLMMNINHBI OCBauBas 3KCTEPHOM
no WHAMBUAYyaNbHOMY y4ebHOMYy nnaHy. B 1997 r. depop
UropeBudy € OTIMHMEM OKOHYWUIT YHUBEPCUTET, MO OKOH-
YaHun paboTan 3aBelylowuM MMMYHOSOrMYecKon nabo-
paTopuen LeHTpalibHOM Hay4YHO-UCCNeLoBaTENbCKON
naéopatopun CnuelrMy, B 2004 . OKOHYMA KIMHUYECKYIO
OpAMHaTypy No cneuuanbHOCTU «anfieprofiorns u UMmy-
Honorusi». B 2001 r. 3awuTnn KaHAWMAATCKYO AuccepTa-
umio, a yxxe B 2006 r. ycnewHo 3aluTun gucceprauuio
Ha COUCKaHWe Y4YeHOW CTeneHW [OKTopa MeAULMHCKUX
HayK Ha Temy «[lyTn onTuMu3aunmn papmMarkoTepanum Taxe-
floM 6POHXMUANIbHON acTMbl».

C 2006 1. cBoto TpyaoBYto aesTenbHoCcTb P.U. [eTpoBCKUi
NPOAO/XMA B XaHTbl-MaHCUACKOM rocyjapCTBEHHOM Meau-
LUMHCKOM uHCcTUTYyTEe (XMIMMU), HavaB nyTb C AOJIKHOCTH
foueHTa Kabeapbl rocnuTanbHON Tepanuu.

B 2008 r. 3a cyeT CBOEN UCKIOYUTENbHON MOPAA0YHO-
CTU U NMAEPCKUX KavyecTB Pefop Nropesuy 6bin yTBEPKAEH
Ha JO/MKHOCTb peKkTopa XMIMW. loa ero pyKkoBOACTBOM

WHCTUTYT CYLLECTBEHHO YKPENUI MaTepUanbHO-TEXHUYECKYIO
6a3y, OTKPbIT HOBbIE CMELMaNbHOCTU, YBENNYUI KOHTUHTEHT
00y4YaloLLMXCa W, Kak cleacTBue, MOay4Yun rocyfapcTBeH-
HYl0O aKKpeguTaumio B cTaTyce XaHTbl-MaHCHUWCKOM rocy-
[apCTBEHHON MeAULIMHCKON aKkafeMuu. 3a nepuos paboThl
.M. NeTpOBCKOro B akajemMun B XU3HU By3a NpoM30LWIIo
MHOX€eCTBO Nob6ej U 3HaMeHaTeslbHbIX COObITUI, KoTopble
HEBO3MOXHO NpeLcTaBuTbL 6€3 aKTUBHOrO y4yactusa denopa
Mropesuya.

®.N. NeTpoBCcKKI aBnseTcq aBTopom 6onee 150 HayyHbIX
TPYAOB, KOTOPblE BHEC/M 3HAYUTENbHLIM BKNaj B pa3BuTue
MEAWLIMHCKOM HayKu, a ero JOCTUMEHUS MPOLOIKaloT BAOX-
HOBAATb CTYAEHTOB W Konner. B 2017 r. depopy Uropesunyy
Obl10 NPUCBOEHO Y4eHOe 3BaHue npodeccopa no crneLumanb-
HOCTU «K/IMHUYECKAs UMMYHONOMUS, aniepronorusy.

B TeveHne mHorux net .. MeTpoBCKK Obi1 NPEe3nNLeH-
TOM pernoHanbHoro otaenexusa Cotosa negunatpos Poccun
no XaHTbl-MaHCUWCKOMY aBTOHOMHOMY OKpyry — Hrpe,
a TaKXKe Hay4HbIM PpelakTOPOM XypHanos «[leguatpuyeckas
dapmaKkonorus», «POCCUMCKUN NeanaTpuyecKut XypHasnm»
W ApYyrux NPOEKTOB, yupeauTenemM Kotopbix asasetca Coo3
neauatpos Poccum.

B namaTtu cTyaeHToB, nauueHToB M Konner depop
MropeBuy HaBcerja oCTaHeTCs TanaHTIMBbIM NEKTOPOM,
HeopAMHapHbLIM NpenojaBaTeNieM, YyTKUM JOKTOPOM, Yeno-
BEKOM UCKJIOYUTENBHOIO NpodeccuoHannama u apyauLmu.

CeeTnas namsATb O HEM HaBCerja COXPaHWUTCH B HalUMX
cepauax!

A 3TO nereHpapHble NpaBuia KAWHUYECKOM dapmaKo-
norun ot depopa Mropesunya, KOTOPbIM OH Bcerga obydan
CTYAEHTOB!:

* He Ha3HayalTe NeKapCTBEHHble npenapaTtbl Ha OCHO-
Be COOGCTBEHHbIX MpeAcTaBieHn o0 natoduanonormu
60ne3HMU.

e HacKo/lbKO BO3MOXHO, He Ha3HayaiTe npenaparthbl
NOCUMMTOMHO MW NOCUHAPOMHO.

° W36eranTe nonunparmasuu.

° HuKorga He Ha3Ha4YalTe nekapcTBa, He Byayyn yBEPEH-
HbIMW B X HEOOXOAMMOCTH.

e He cTecHanTecb He3HaHus! [MepenpoBepsnTe, nepe-
cnpalumnBavTe!

Coto3 neanaTpoB Poccum BbipaxaeT co601e3HOBaHMS
B CBSA3M C KOHYMHOM Pegopa Uropesuda eTpoBCKoro
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