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10.B. XaBpaeBa, E.A. KBawa

MHcTUTyT aemorpadum nm. A.l. BuwHesckoro HUY BLU3, MockBa, Poccuiickas Penepauus

NepuHaTasbHada cMepTHOCTb B MOCKBe
B 1939-1949 rr.

KoHTaKTHas unpopmauus:

XaBpaeBa t0nms BnagMMmupoBHa, acnupaHTka 2-ro roga o6y4eHns no Hanpasnexuto «lemorpadus», ctaxep-uccnegosatens MHCTUTyTa femorpadum
uM. A.l. BuwHesckoro HAY BLUS

Appec: 101000, MockBa, yn. MsichuuKas, a. 20, e-mail: ykhavraeva@hse.ru

Cratbsl noctynuna: 14.06.2025, npuHaTta K neyatu: 16.10.2025

B cTatbe Ha OCHOBE apXWBHbIX AaHHbIX paccMaTpuBaETCs AMHaMMWKa rnepuHaTaabHOW CMepPTHOCTM B MocKkBe, AHmnn
n Yanbce n HugepnaHpax 3a 1939-1949 rr. [onydeHHble pe3ybTaTbl nokalaau, 41o ¢ 1939 no 1947 r. nepnHata/ibHas
CMepTHOCTb B MOCKBE CHManack, HECMOTPS Ha TPYAHOCTU BOEHHbIX €T 1 ronog 1946-1947 rr. B cneaytolymne rofbl TpeHA
rnepemMeHusIcs, M nepuHatasbHasi CMEPTHOCTb BO3poc/aa, AOCTUrHyB B 1949 r. 3HavyeHmn, 61m3knx K 1941 r. [Noxoxune
TEHAEHUMN MOXXHO OB6Hapy»XuTb B HuagepnaHgax, noctpagaBlumxX OT CU/IbLHOIMO rojaoga BTOpPo# noaoBuHbl 1944 — nepBon
rnonoBuHbl 1945 r. OgHako B HuaepnaHaax n AHmvn n Yanbce nepuHataibHas CMEPTHOCTb CHUXXa1ach NpenMyLLECTBEHHO
3a CYET MEPTBOPOKAAEMOCTH, TorAa Kak B MOCKBe — 3a CYET paHHEN HEOHATa/lbHOM CMEPTHOCTH.

Knro4eBbie cnoBa: neprHaTtaibHasi CMEPTHOCTb, UCTOpUSs MocKBbI, Bennkasi OTeyecTBeEHHasi BOMHa, MEPTBOPOXKAAEMOCTb,
UCTOPUS 3APaBOOXPAHEHNS

Ans yntnpoBaHus: Xaspaea H0.B., KBawa E.A. lNepuHaTanbHasa cMepTHOCTb B MockBe B 1939-1949 rr. Bonpock! coBpe-

MeHHo# negnatpumn. 2025;24(5):322-329. doi: https://doi.org/10.15690/vsp.v24i5.2966

K nokasaTtento nepuHaTanbHOW CMEPTHOCTM obpalla-
loTCA B TeX Cnyyasx aHanuM3a mMaageH4YecKon CMepTHOCTH,
Korga rpaHuua, pasfensiollas XuBo- U MepTBOPOXKAe-
HWUS, pa3mbliTa TM60 camMu KpUTEPUK, onpeaensitolime aTm
COCTOSIHMS, pa3nunyatoTcsl OT CTpaHbl K CTpaHe B pa3Hble
ncTopuyeckme nepuogbl. Mcnonb3oBaHWe 3TOro Nokasare-
N9 TaKXKe NOAYEePKMBAET €AMHCTBO NPUYMH M MPOLLECCOB,
NPMBOASALLMX K cMepTH pebeHKa A0, BO BpeMsa W BCKope
nocne pogos [1].

B KayecTBe UCTOYHMKOB MCNONb3YIOTCH AaHHbIE TEKY-
LWero yyeTa HaceneHusl, Haxoasumecs B TPEX MOCKOB-
CKMX apxuBax: LleHTpanbHOM rocygapCTBEHHOM apxuBe
Mocksbl (LIFAM), TocynapcTBeHHOM apxuBe PoccuicKowm
depepaumn (FTAP®) u PoccuiickoM rocynapCcTBeHHOM
apxuBe akoHomuKK (PFA3). B yacTHOCTH, peyb UAET o dop-
Max 4-a «CBegeHns 06 ymeplnx B Bo3pacte Ao 1 roga
3a rof no nofy, KONMYECTBY MPOMKMUTLIX AHEN M MecsLeB
M KaneHaapHbiM Mecsuam» U 1 «CBefeHUs 0 ecTecTBeH-
HOM [BW}EHWW HaceneHusa 3a roa». 3Tm aBe GopMbl
NO3BONSAOT BbIAENNUTb AaHHbIE, Ha OCHOBE KOTOPbIX MOX-
HO MocyYuTaTb MOKasaTeflb MepuHaTaNbHOW CMEPTHOCTU.

Yuliya V. Khavraeva, Ekaterina A. Kvasha

BcnomoratenbHbiMM  MaTepuanamu SBASIOTCA [JaHHble
Nno CTaTUCTUKE 3ApaBOOXPaHEHMUs, AOKNaAHble 3anwuc-
KM M ToAOBble OTYETbl, TAKXe Haxofsdluecs B apxuBax
MockBbl. CBegeHus No Apyrum ctpaHam cobpaHbl U3 pas-
JIMYHbIX CTATUCTUYECKNX COOPHUKOB M NyBAMUKaLMUNA.

MMoHATME «nNepuHaTaNbHas CMEPTHOCTb» 6bIIO Npeasio-
YXEHO aBCTpPO-aMepPUKaHCKUM Bpavyom CurmuamyHgom [len-
nepom B 1948 . [2], a nepBble pabOoTbl, UCMONb3YIOLNE 3TOT
nokasaTteflb, NosSBMAWUCL Mo3aHee. MccnegoBaHus cmepT-
HOCTM HOBOPOMAEHHbIX, CHOKYCMPOBaHHbIE Ha ee nepu-
HaTa/lbHOM COCTaBAsOWLEN, B OTEYECTBEHHON nuTepaTtype
HaymHaloT nNy6nmkosatb ¢ 60-x . XX B. [1]. [py 3TOM paHHAA
HeoHaTaflbHas CMEPTHOCTb paccMmaTpuBanach yxe ¢ Hadva-
na XX B. TakUMu nccnegosatensimu, Kak B.U. BuHwToK [3],
C.A. HoBocenbcKkun [4], B.B. MNaeBcKkuit [5], a paHHAs Heo-
HaTanbHas CMEPTHOCTb BMECTe C MEPTBOPOKAAEMOCTbIO
ncenenoBanachb B OTEHYECTBEHHOW M 3apyberKHOM nuteparty-
pe HauunHas ¢ 20-x IT. NPOLW/Ioro BeKa.

Hanpumep, cornacHo uccnepaoBaHuio WM. denrens,
B JleHWHrpage ¢ Havyana Beka Ao 1926 r. ypoBeHb MepT-
BOpPOXKAAeMoCTn cHusunca ¢ 39,7 po 32,5 Ha Bcex
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POAMBLUMXCS, @ CMEPTHOCTb B MNEPBYIO HEAENO HWM3HU —
¢ 30,0 go 27,1 Ha 1000 poauBLlIMXCS ¥UBbIMU [6]. MHOrMe
OTeYyecTBEHHble M 3apybexHble aBTopbl B 1920-1960-e rT.
CBfAA3bIBaNM KonebaHWe YypPOBHA MeEPTBOPOKAAEMOCTH
W CMEPTHOCTM B CaMbli pPaHHWW MEPUOL XU3HU pebeHKa
C €e BbICOKOW MHTEHCMBHOCTbIO B CaMble MepBble AHU
M 4Yacbl }W3HWU, C YUCIOM HELOHOLUEHHbIX AeTen (HU3KOWM
MacCon Mpu poXKAEeHWN), HEAOCTAaTOYHON OXPaHOW 340POBbS
6epeMEHHbIX, KBMEHEHMEM MaTepuanbHbIX, GbITOBbIX U MPO-
W3BO/CTBEHHbIX YCNI0BWIN, OpraHn3aumnen CUCTemM poaoBCMno-
MOXeHus (BbICOKOW [ONlen poAaoB Ha [AOMY), HecBoOeBpe-
MEHHbIM NpeKpaleHnem paboTbl Nepes poaamu, 4acToTon
[10pOA0BbIX KOHCYbTauum u np. [7-9J.

40-e IT. NPOWNOro BEKa BbIAENSATCA KaK nepuoa
AKTMBHOrO CHWXXEHUS MNajeHYeCKOM CMEpPTHOCTU, He-
cMOTps Ha Benunkyiwo OTeyecTBEHHYO BOWHY M rofoj
rnocneBoeHHbIX neT. Ocoboe BHUMaHWE OaHHOMY CHOXKETY
B rpaHuvuax MocKBbl 6bl10 yaeneHo B HegaBHEM Uccne-
poBaHuu [10], B KOTOPOM OTMEYaeTCs CHUXKEHWE YPOBHS
MageH4YEeCKOM CMEPTHOCTH yxKe B 1944 r. HUXKe OOBOEH-
Horo 1939 . ¢ coxpaHeHMeM 3TOro TpeHaa B nocnegyoline
roabl. McKknoyeHnem ctan KpuU3UcHblM 1947 r., OTMEeYeH-
Hbl POCTOM KO3dpPUUMEHTaA MNaAAEHYECKON CMEPTHOCTH.
3TO CHUWXKEHME MPOMCXOAMNO MPEUMYLLECTBEHHO 3a CcyeT
CMEpPTHOCTM B NO3AHEM HeoHaTalbHOM WM MOCTHEOHaTasb-
HOM Mepwuofax, Torda Kak paHHAs HeoHaTalbHas CcocTaB-
naolas MeHsnacb nHave.

[JnHamuKa nepuHaTtanbHOM CMEPTHOCTU U ee CcOoCTaBns-
IOWMX B paccmaTpuBaeMbli Mepuog HEMHOro oTauyYanacbh
OT MNafeH4YeCKoM (CM. PUCYHOK).

B 1939 r. nepuHaTanbHass cMepTHOCTb B MocKBe
coctaBnsina 48,1%0 M NOCTENEHHO CHWXKanacb B npea-
BOEHHble roabl. BKnag paHHen HeoHaTanbHOM COCTaBAS-
oWen U MepTBOPOXKAAEMOCTM Obl1 MPUMEPHO OAMHAKO-
BbIM — 22,8 1 25,2, T0 ecTb 47 n 53% COOTBETCTBEHHO
(cM. pUCYyHOK). B 31O Bpems B ropoae co3gaBaincb NyHKTbI
CLEXMBAHWA TPYAHOrO MOJSIOKA B AETCKMX KOHCYNbTauMsxX
1 poagomax [21]. OxBaT POXKEHUL, yCayraMmn XEeHCKUX KOH-
cynbTalui B ropofe XapaKTepu3oBascs BbICOKUMU 3HaYe-
HuamMK: 3a 1940 r. cocTtoanu noj HabnoaeHnem 88,7% Bcex
pPOAMBLUMX, @ cCpedHee YMCNOo NOCELLEHUN OHON BepeMeH-
HOW EeHLKNHOW 0 poAoB cocTaBngano 6,8 [22]. B 1941 r.,
B OT/MYME OT CMEPTHOCTM Ha BCEM MEPBOM [OAy XKMU3-
HW, HE MPOM30LWMO0 CYLECTBEHHOrO CHUXEHUS YPOBHS HMU
MEPTBOPOKAAEMOCTHN, HU CMEPTHOCTM Ha MepBOW Heaene
YU3HU. NPUYMHBI 3TUX Pa3InYmMin cnegyeT UCKaTb B OCOOEH-
HOCTAX AemMorpaduyecKoro ABMKEHUSA U y4eTa HaceneHus:
B MEpBYIO HEAEN0 MU3HU AEeTM OCTaBaflMCb B pPoaaomax
M He Bbl6GbIBaNN U3 CTAaTUCTUKM MOCKBbI M3-3a 3BaKyaL M,
Nno NPUYMHE KOTOPOM CHU3UICH KOIDPUUMEHT MnageHye-
CKOM cMepTHOCTM. Ha nepBOM aTane BOWHbI 06CTaHOBKa
B ropoge Oblna HeCcTabW/bHOW: OCEHHEe-3UMHWK nepuog
1941 r. conpoBoOXaancsa perynsapHoiMu 60mMb6apaMpoBKa-
MW, NMOCTOAHHbIMUW 3BaKyaLMsImMu B 6omboybexulla (B TOM
yucne u3 poaaomMoB), HapPYLLEHUSMU B CUCTEME OTOMIEHMS
M OYUCTKM ropofa OT mycopa, nepebosmu B paboTte obuie-
CTBEHHOro TpaHcnopTa. B Nogo6HbIX YCNOBUSAX OXKUAAEMbIM
6b1/10 6bl MOBbILWEHWE YPOBHSA NepuHaTaibHON CMEPTHOCTH,
OAHAKO MMelWMecs fJaHHble He MO3BOASAIT paccyuTaTb
TaKue nokasartenu Ana BTOPon nosioBuHbl 1941 r.

PucyHoK. KoadpdurLMeHTbl MEPTBOPOXKAAEMOCTH U PpaHHEN HeoHaTanbHOM cMepTHOCTM B MockBe Ha 1000 Bcex poxkaeruit, 1939-1949 rr.
Figure. Stillbirth and early neonatal mortality rates in Moscow per 1,000 total births, 1939-1949
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HecmoTpa Ha noTpsiceHMs BOWHbI, paboTa B o6nacTtu
oxpaHbl MaTepUHCTBa M AEeTCTBa He OCTaHOBWMNAcb. B KOH-
ue 1941 r. MunHuctepctBo 3apaBooxpaHeHnss CCCP mapa-
10 MeToaMYyecKoe NUCbMO 06 yxOAe 3a HeLOHOLWEHHbIMU
netbmun. OcHoBomonarawwWwmnm SBASAOCL CTPOroe noaaep-
aHue TemnepaTtyp: OT BO34yxa B nanate A0 NEeNeHOK.
HefoHOWEHHbIM AETAM PEKOMEHAOBaNOCb BBOAUTb €Xe-
aHeBHO 0,5% pacTtBopa 6EH30MHOKUCNOro KodbenHa, a npu
acOUKCMM BKIOYATb Napbl HalaTblpHOrO CrnupTa M BBO-
onTb nog Koxy 0,2-0,3% no6enunHa wnn 10% KodeuHa.
KopmneHne HeaoHOLWEHHbIX YepeaoBano CLEeXeHHoe rpya-
HOEe MOJIOKO M GM3pacTBOp, a nocne oTnageHus nynoBuHbI
3TW MeCTa CcMa3blBaiuCb MOAOM M cTpenToumaom [23].

K coxaneHuto, oTcyTCcTBME NOAPOOBHbIX CBEAEHUN O YMUC-
ne ymepuwux o 1 roga B Mockse B 1942 r. He no3BonseT
OLLEHUTb YPOBEHb NEepUHaTaNbHOM CMEPTHOCTM B 3TOT Nepu-
oa. TeM He MeHee, UMEIOLLMECS faHHble AaloT BO3MOXHOCTb
paccynTatb OAHY U3 €e COCTaBASAWMX — KOIPPULMEHT
MepTBOpoOXKAaemMocTh. Ana KpuancHoro 1942 r., B KOTOPOM
KO3dPUUMEHT MNageHYeCKOM CMEPTHOCTU BbIPOC MpPaKTU-
YecKu B [Ba pasa W OOCTUr YpOBHSA KoHuUa XIX B., KOadPu-
LMEHT MEPTBOPOXKAAEMOCTU MPAKTUYECKU HE WIMEHWICS
n coctaBun 24,6%o0. bonee Toro, B ycnoBusxX CEPbE3HOr0
NpPOAOBOIbCTBEHHOIO, TOMJIMBHOIO M CaHUTAPHOro KpM3nca
B MockBe B 1942 r. OH OKa3a/Cs HEeCKOJIbKO HUWXe, YeM
B AO0BOEHHbIM 1939 . [prynHbl 60/1€€ HU3KUX 3HAYEHUM
YPOBHSA MEPTBOPOXKAAEMOCTM MOMHO MCKaTb KaK B Hepo-
yyeTe, Tak U B BEPOSITHO NepeHeceHHbIX B 6onee paHHUe
CPOKM 6epeMeHHOCTN BblKMnablWwax Nnbo e B ynyyleHuu
OXpaHbl 30p0Bbsi 6EpPeEMEHHbIX XeHWMH. B aTOT nepuoa
3a60Te 0 HOBOPOKAEHHbIX U UX MaTepsX yaensnocb ocoboe
BHUMaHKWe: ¢ unong 1942 r. B ropoge opraHn3oBbiBanachb
npogaa npoayKTOB CBEPX HOPM A1 6EPEMEHHbIX KEHLLMH,
mMaTepen B TeyeHue ABYX MecsleB nocne poaoB, KOPMU-
L 1M QOHOPOB rpyaHoro mosnoka [24]. Takas no6aBo4yHas
KapToyka ana 6epeMeHHbiX oueHuBanacb B 1123 Kkan.
[Ons cpaBHEHUS, KANOPUNHOCTb KAPTOYKKN paboyero oLeHHU-
Banacb B 3388 KKan, cnyxauwmx — 2819, a 41s UKAUBEH-
ueB — 2386. Taknm o6pa3om, ecnm 6yaylias MmaTb Haxoau-
Nlacb Ha MXAMBEHUU, TO OHA MOrna CyMMapHO paccymTbiBaTb
Ha BO3MOXHOCTb MOJYyY4EHUS MPOAYKTOB MO KapTO4YKaM Ha
3509 KKan (To ecTb 60nblUe, Yem paboynin) [24]. HeKkoTopble
COBpPEMEHHbIE UCCNeA0oBaHUs NOAYEPKMBALOT, YTO Ha NO34-
HWX 3Tanax 6epemMeHHOCTM peKoMeHayemass HopMa noTpe-
6nenuns gocturaer 4500 KKan U ANa KOpPMSLKMX MaTepen
nopsiaka 3200 KKan B AeHb [25]. OCO6HAKOM CTOUT nNpobne-
Ma OTOBapuBaHUs 3TUX KAPTOYEK, OCOBEHHO B TAMKENENLLUM
1942 r., ogHaKo 3Ta TeMa Mano TpebyeT CaMOCTOATENIbHOIO
uccnefoBaHus. B COOTBETCTBMM C TEM Ke NOCTAaHOBIEHNEM
LUMPOKMI pa3max nosiyymna opraHM3aLms AOHOPCKMX MyHK-
TOB c6opa rpyaHoOro MosokKa.

B 1943 r. nepuHaTtanbHas cMepTHOCTb B MOCKBEe Havyana
CHUXaTbCH, KaK U KOIOPUUMEHT MaJeHYeCKOM CMepTHO-
CTW, @ B CTPYKType nepuHatasbHOM CMEPTHOCTU B MNepBbin
M NocneaHuM pa3 3a Becb paccMatpuBaeMbl nepuog 6onee
nonoBuHbl cinydyaeB (57%) NpUXoanMNoCb Ha paHHUM HEOHa-
TanbHbIN Nepuod. TaKne M3MeHeHUs NPOM3oLWIN KaK 3a
CYET poCTa CMEPTHOCTM Ha MepBoOW Hegene, Tak M 3a cyeT
CHUXXEHNS YPOBHA MEPTBOPOXKAAEMOCTU. Takne MpOoTUBO-
HanpaB/ieHHble TEHAEHLUNUWM BMOMHE COMMacyloTcs C YCO0BU-
SIMMW KWU3HW B rOpoAe, Koraa Hapsgy ¢ Mepamu MoAdepKKM
6EepPEMEHHbBIX XKEHLMNH U KOPMSALWMX MaTepen MoNoKeHue
POAAOMOB OCTaBafioCb HEYCTOMYMBBLIM, @ YMCNO AOMAaLIHMX
poaoB 6blI0 OTHOCUTENIbHO BbICOKMM. 06 3TOM CBUAETENb-
cTBYeT npuKkas Mocropsapasotaena N® 614 ot 11 Hoa6ps
1943 r., cornacHo KOTOpPOMYy nosaraaoCb CHU3WTb BO3POC-
Lee 4YMCo AOMallHMX POAOB, a TaKXKe HanaauTb CHabXeHue

TOM/IMBOM HECKOJIbKMUX poaaoMOB [26]. HanomHMM, 4TO npo-
BeJEeHWe POAOB B CTaLMOHape v NoaLepKaHue TemnepaTypbl
B POAM/IbHbIX NOMELLEHNUAX ABNASNCD BaXKHbIMW UHCTPYMEH-
TaMu npegoTepaleHns 6one3Hen U CMepTern HOBOPOXKAEH-
HbIX, B NEPBYIO 04epeb, OT MHEBMOHUN [27].

Mepnoa c 1944 no 1947 r. oTMEYEH aKTUBHbIM CHUXKEHU-
€M YPOBHS NMepuHaTanbHOM CMEPTHOCTU MPEUMYLLECTBEHHO
3a CYeT paHHero HeoHaTanbHOro nepwuoaa. lpogonxkunm
CBO€E pa3BWUTUE U FrOCYAapCTBEHHbIE MEPbI MO OXpaHe maTe-
puHCTBa 1 getctBa. 9 mapTa 1944 r. 6bi1 BbiNyLWEH NpUKas
N2 168 MOCKOBCKOI0O ropocKoro otaena 3paBooXpaHeHns
0 pacLlMpeHnn KoevyHoro GoHAa B CBSA3M C NepenoiHeHnEM
pPOAAOMOB M FTMHEKOIOrMYecknx 6onbHuL, [28]. lNo ctatucTtu-
Ke Ha 1 fHBaps, YMCI0 POoAWSIbHbIX KOeK B MOCKBE 3Hauu-
TeNbHO Bbipocno — ¢ 1563 81944 . o 2752 8 1945 1. [29],
a no apyron ¢opme — N2 90 «[ogoBOM OTYET O CETH, Aes-
TENbHOCTU U Kagpax MEAULMHCKUX YYPEKAEHUI», — B KOTO-
poK, 0AHaKO, HET CBEAEHMM O AaTe, K KOTOPOW NpuBedeHbI
3Ha4YeHus, YNCNo KoeK Bbipocno ¢ 1187 po 3170 [30, 31].
Cnegom 3a HuM, 9 aBrycta 1944 r., 6bin BbINyLWEH MpU-
Ka3 no MOCKOBCKOMY rOpOACKOMY OTAeNny 34paBooxpa-
HeHns N2 448, HanpaBfiEHHbIM Ha PEMOHT U OTKPbITUE
OoTAENEeHUM AN HEAOHOLWEHHbIX AeTen, a No3)Ke NpuKasom
Hapkom3agpaBa CCCP u Hapkomtoprosnu CCCP oT 7 ceH-
TA6ps 1944 r. N2 431/592 yctaHoBneHa Bblgadya A0Mo-
HUTENbHbIX MaWKOB B ABOMHOM pasMepe Ans KOPMSLLMX
mMaTepew, caaloLwmx OAHOBPEMEHHO rpyaAHOE MOJIOKO B KOH-
cynbTaunto He meHee 300 r B aeHb [28].

B pononHeHne K atomy B uione 1944 r. 6bin1 u3gaH
Yka3s lNpesunanyma BepxoBHoro Coseta CCCP «06 yBenuye-
HUW TOCY4APCTBEHHOM MOMOLLUN BGEPEMEHHBIM YEHLLMHAM,
MHOTOAETHbIM M OAMHOKMM MaTepsiM, YCUIEHUU OXpaHbl
MaTEPUHCTBa U AaeTcTBa, 06 YyCTaHOBNEHUU 3BaHUK “MaTb-
reponHs” W ydpexaeHun opaeHa “MaTepuHcKaa cnaBa”
n Meganu “Meganb MaTepuHcTBa’». B pamKax 3aToro yka-
3a yBenuMyuBanacb [AAMTENbHOCTb OTMNyCKa Mo 6epemeH-
HOCTM U podam ¢ 63 A0 77 KaneHaapHbIX AHewn (35 gHen oo
M 42 OHS nocne poAoB) M COKpallancs MUHUMaNbHbIM CPOK
HenpepbIBHOW paboTbl Ha NpeanpuaTim ¢ 7 4o 3 mec. Kpome
TOro, cornacHo 3TOMy MOCTaHOB/IEHUIO, KaxXOoW 6epemeH-
HOW EHLLUMHE BblAaeTcst Ha4nHasa ¢ 6-ro mec 6epeMeHHOCTH,
a TaKXKe Kaxaon KOopMSLWEN rpyabio MK caatollen MOOKO
KEHLWMHE AOMONHUTENBHO K CyLEeCTBYIOWMM HOpMam cHab-
KEHUS eeMecCaYHbI naek. B A0NOAHWUTENbHbIX MyHKTax
CoAep)Kanucb Mepbl, yayylwatowune TPyaoBOe MOSIOKEHNE
MaTepen, Hanpumep 3anpeT Ha MNpUBMIEYEHUE K HOYHbLIM
M CBEpPXypO4HbIM pabotam [32].

3Ha4yMMylo poSib B pa3BUTUKM OpraHn3aLMm oxpaHbl 340-
poBbs MaTepu 1 pebeHKa cbirpano cosgaHue B 1944 r. HUA
aKylwiepcTBa U ruHekonoruun [33]. B Tom e rogy B ctonuue
6bIN0 CO34aHO NepBoe OTAeNIeHNEe HEJOHOLEHHOM0 pebeHkKa,
a B 1946 r. B MoCcKBe OTKPbINKW NepBbIN B CTPaHE POAUbHbIN
[OM, CNeLNann3npyoWwnincs Ha BbiXaXKMBaHWW HEJOHOLWEH-
HbIX geTen [33, c. 59-76]. B cepeamHe 1947 r. Ha ocHOBa-
HUMM NpuKasa N2 519-a no MocropsapasoTaeny nNpuHMMa-
SIMCb Mepbl MO YNy4YlEeHUo 06CNYXMBaHUSA MeaWULMHCKOM
MOMOLLbIO EHLMH B pojax U ¢ HavyaBWMMKCS abopTamu Npu
MHOEKLMOHHbIX 3a601eBaHNAX (OpraHM3auns cneymanbHbIX
OOKCOB B HEKOTOPbIX poaaomMax MOCKBbI AN POXKEHUL, CTpa-
OatoLnMX MHOEKLMOHHbIMK 3ab6oneBaHnamm) [34].

Mbl He pacnonaraem LOCTaTOYHbIMU JaHHBbIMW A5 OLEH-
KW BKNlada B CHWXKEHWE nepuHaTanbHOW CMEPTHOCTU AOHO-
WEHHbIX M HEeJOHOLWEHHbIX AeTel, OAHAKO, OnupasiCb Ha
nccnegosaHne PB. KoraH, MOXHO caenatb BbiBOA O CHU-
YEHUU CMEpPTHOCTU Ha MNepBOW Hedene U3HWU B MockBe
K 1946 r. 3a cHET AOHOLIEHHbIX AETEN, TOrAa KaK CMEPTHOCTb
Cpean HeAOHOLEHHbIX OcTaBanacb CPaBHUTENbHO BbICOKOW,



B CBOI oO4yepefb, CMEPTHOCTb HEAOHOLEHHbIX MpeBbIWa-
fla CMEepTHOCTb AOHOWEHHbIX B 59 pa3 [35]. UHTepecHo,
4YTO NpU pocTe KoadPpUUMeHTa MNageHYeCKON CMEPTHOCTH
B 1946 r., BbI3BaHHOM MNPOAOBONLCTBEHHLIM KPU3MCOM MO
BCEN cTpaHe, CMEPTHOCTb B MepUHaTaibHOM nepuoae npo-
[ONMXKMNa CHWXXaTtbcs, Npu ToM, 4To B 1948-1949 rT. OHa,
HaMNpPOTWB, 3HAYUTENbHO BblPOC/a — NPaKTUYECKM A0 npea-
BOEHHbIX 3HaYeHUM — 3a cyeT 006eux ee COCTaBNSAOLMX.
Bbiwe, yem B 1949 r., MepTBOPOXKAAEMOCTb Oblla TONbKO
B 1939 ., Torga Kak ypoBeHb paHHeW HeoHaTalbHOW CMepT-
HOCTK noaHsAncs Ao ypoBHa 1945-1946 rr. B atom e rogy
oTMeYancs BbICOKWUM MPOLEHT CMEPTHOCTU HEeLOHOLWEHHbIX
neten [36]. B oaHOM M3 NPOTOKOJIOB COBeLLaHni no 6opbbe
C Kenygo4yHO-KULEeYHbIMU MHbEKUMAMKN B MOCKBeE B Uione
1947 r. ecTb cneaywollas 3anucb: «BbisBneHo, 4To 60/b-
LUMHCTBO MaTepewr nocne BbIMMCKK CTpadaloT OTCYTCTBMEM
Mosioka. OTMeHWIM paboyne KapTOYKW, 3TO CHU3WUIO POCT
cbopa rpygHoro monoka» [37]. OTMeHa NpoAOBO/IbCTBEHHbIX
KapToyeKk B caMoM fgene npousowna B 1947 r., ogHaKoO He
B viofie, a B Aekabpe, BMecTe C NPOBEAEHNEM [AEHEKHOM
pedopmbl [38]. PUKCHPOBANOChL CHUXKEHWe cbopa rpya-
HOro mMonoka: ecnu B 1947 r. cobupanu 173 795 nutpos
(MpumepHO 476 nNUTPOB B AeHb), To B 1948 r. — TONbKO
98 893 nutpa rpyaHoro mosoka [39] (npumepHo 270 nutpos
B [eHb). ns cpaBHEHMS: Ha Havano 1943 r. HacYuTbiBanoCb
510 OOHOPOB rPyAHOro MOJSIOKa, KOTOpble eXXeAHEBHO caa-
Banun 261 nutp [40], a B 1944 . — 791 OOHOP C exxeaHEBHOM
coadven 412 nutpos [41]. Ha Havyano 1949 r. B cpaBHEHUMU
Cc 1948 I. CHM3WIOCb 4YMUCNO OOHOPOB, CAAlOLWMX TFPpyaHoe
MOJIOKO, — ¢ 888 go 497 [39]. na yny4lleHUs 0BCyKuU-
BaHWs 6EPEMEHHbIX XKEHLWMWH B cepeanHe 1948 r. BbinylleH
Mprka3 MuHucTepcTBa 3apaBooxpaHeHns CCCP N2 278 ot
07.05.1948 «06 06beANHEHUM POAAOMOB WU KEHCKUX KOH-
cynbTauum Ans fnyyvwero coobueHus mMexay Humu» [42],
WM €ero BAUSIHWE YXKEe BbIXOAMUT 3a XPOHOSOMMYECKUE PaMKM
HacToslero uccnegoBaHns. 3a paccmatpyMBaeMbli Nepuoa
nepuHaTtanbHas cMepTHOCTb B MoOCKBe cHU3mnachb Ha 5,7 %o,
OCHOBHOW BKJlag B 3TO CHWXXEHWE BHECNa PaHHSAS HeoHa-
TanbHasa coctaBnsowas (84%).

Ons onpepenenns mecta MOCKBbI B MUpe MO YPOBHIO
nepuHatanbHon cMmepTHocTn B 1940-e rT. 6blI0 BbIOPaHO
[aBe cTpaHbl — AHMNG 1 Yansc u HuaepnaHabl. be3sycnosHo,
KOppeKTHee 6blI0 6bl MPOBECTU CPaBHEHUE C 3apyberK-
HbIMW FOPOAAMM, @ He CTpaHamW, O4HAKO, K COXaseHuIo,
Mbl He pacrnonaraem [aHHbIMW O MepuHaTanbHOW CMepT-
HOCTM B paccmaTtpuBaembi nepuod. Bbibop aTUX ABYX
CTPaH HeCNy4yaeH: OHU XapaKTepU3yTCs AMHHBbIMK psgamMu
[JaHHbIX N0 nepuHaTanbHOM WU MadeHYeCKOW CMEPTHOCTU
W CpaBHWTENbHO BbICOKMM Ka4yecTBOM y4yeTa. Kpome Toro,
OHW TaKXe OblN 3aTPOoHYTbl cobbiTUAMKM BTOpon mupoBon
BOWHbI, @ AaHHble No HuaepnaHaam 3a rofoAHbiv Nepuoa
1944-1945 rr. gatoT BO3MOMXHOCTb 4151 CPaBHEHUS BIUSAHUS
3TOM0 KPWM3UCHOTO ABMIEHUSA Ha YPOBEHb NepuHaTanbHOM
cmMepTHoCTM B HuaepnaHaax u B MocKBe.

PasHnua B nokasatensx nepuHaTtanbHOM CMEPTHOCTH
MeXay CTpaHamMu UKW BPEMEHHbLIMU NMPOMENKYTKaMM Ha Tep-
PUTOPUM OOHOM M TOM }KE CTpaHbl MOXKET 06ycnoBAMBaTbLCS
He TONbKO COGCTBEHHO YPOBHEM CMEPTHOCTH, HO U pPasnnym-
MU B ONpeeneHnn }KUBO- 1 MEPTBOPOKAEHUS.

Mopa »uBopoxaeHnem B CoBeTckom Coto3e MNoHMMa-
N10Cb MOJIHOE BbIAENEHWNE MU U3BNEYEHWNE BHYTPUYTPOBHOIO
pebeHKa nNpu cpoKe 6epeMeHHOCTH 28 Hea un 6onee (To eCcTb
¢ poctom 6onee 35 cm 1 maccon 6onee 1000 r), KOTOpbIK
nocne oTaeneHus ot Matepu caenan xotsa 6bl oagMH BAox [33].
Bnpoyem, npu aHanu3e nepuHaTanbHOM CMEPTHOCTU ropas-
[0 6o5ee 3Ha4YMMyIO PO/b UrPatoT KPUTEPUK, pasgensiome
MEPTBOPOXKAAEMOCTb U BbIKUAbILWK. CornacHo MHCTPYKLMK

HapkomsgpaBa CCCP ot 01.07.1939 N¢ 10 «0O6 onpeae-
JIEHUU [OHOLIEHHOCTU (3PENIOCTU) HOBOPOMKAEHHbLIX», POAbI
HEeXXM3HeCnocobHbIM pebeHKoM B npeaenax 28 Hepn 6epe-
MEHHOCTU JOJIXKHbl 6blM Yy4UTbIBATbCH B KaA4YeCTBE BbIKM-
Oblwa. [nvHa n Bec AeTen TaKoro Bo3pacTa yKa3blBasucCb
HUKe 35 cm 1 1000 r. B pesynbTaTe coBeTcKas CTaTUCTUKA
He BK/OYana HW B rpynny MepTBOPOXKAEHUN, HU B rpynny
paHHen HeoHaTanbHOW CMEPTHOCTM MafeHUEeB, KOTopble
POAMNUCE KMBbIMU (cAenanu xoTa 6bl OAUH BAOX) HA CpoKe
6epeMeHHOCTU MeHee 28 Hef U KOTOpble YMEPU B TeYEHHe
nepBon Heaenu usuu [43].

Bnnotb go 1950 r., Korga BcemupHas opraHusaums 3gpa-
BOOXpPaHEHWUS BBeNa MeXayHapoAHble pPeKoMeHAaluu no
YYETY XUBOPOXKAEHUM U MEPTBOPOXKIAEHWW, Kaxaasa CcTpaHa
ncrnonb3oBana CBoM COOGCTBEHHbIE onpeaeneHus. Hanpumep,
B AHMMK 1 Yanbce Ao 1950 . MepTBOPOXKAEHHBbIM cYMUTancs
pebeHoK, «KOTopbIM poauncs nocne 28-n Hep 6epeMeHHOCTH
W KOTOPbIM He caenan HYM OAHOI0 B3J0Xa U He NPOosiBAAN HUKa-
KUX APYrnx NpU3HaKoB Xn3Hw» [44]. OTMe4anoch, 4To B rogbl
BOWHbI UMeNa MeCTo PerucTpaums B Ka4ectBe MepTBOPOXK-
[EHHbIX [OEeTeNl, ymMeplliMx BCKope nocfe poxaeHus [45].
Brnpoyem, 3TOT HeAoyyeT HMBENUPYETCS MCMONb30BaHWEM
nokasaTtens nepuHaTanbHON CMEPTHOCTH.

B HugepnaHgax B uccneayembin nepunon CpoK 6epemeH-
HOCTM 415 MPU3HAHWUA MEPTBOPOXKAEHHbIM OrpaHuynBancs
26 Hea v AIMHOW MNajeHua He meHee 35 cM npu OTCYTCTBUM
N0O6bIX MPU3HAKOB XU3HU (TAKMX KaK AblXxaHWe U cepaue-
6ueHune) [46]. HecmoTps Ha To, YTO MOPOT NO CPOKY 6epeMeH-
HOCTM B HuaepnaHgax 6bin HUXKe, 4yem B CoBeTcKkom Cotose
(28 Hepn), onvHa pebeHKa B KayecTBe KpuUTepus sBnsnach
aHaNorM4yHom COBETCKMM NapamMeTpam, 4YTo No3BOSISET COMNO-
CTaBNsATb MOAyYeHHble pes3ynbTaTtel. B HuaepnaHgax Takxe
cylwectBoBan HeaoyyYeT MepTBopoxaaeMocTu. B nybnuka-
UMn HaumoHanbHOro LeHTpa cTaTUCTMKKM 340poBbs CLUA,
NOCBSILLLEHHON [OETCKOM CMepTHOCTU B HuaepnaHgax, npu-
BOAMTCS cneayowas nHdopmaums: «B norpaHu4HbIX ciyya-
AX, Kacalowmnxcs cpoka 6epeMeHHOCTU (0T 26 fo 28 Hep),
Bpayu, KaK NpaBuno, KiaccuduuMpyoT MEepTBOPOXKAEHME
KaK NO34HWKN BblKMAbILW, YTOObI M36aBUTb poanUTENEN OT XJ10-
NoT M PacxofoB, CBSA3AHHbIX C MOXOPOHaAMMW. 3TO NMPUBOAUT
K HeboNblIOMY 3aHUXKEHUI0 MoKalaTenen MepTBopoOXKaae-
MOCTU W MepuHaTanibHOM CMepPTHOCTU». Kpome Toro, 4actb
MEPTBOPOXKAEHUI MOMN OblTb 3aperncTpupoBaHbl B Kadve-
CTBE }MBOPOXAEHUM AN BO3MOXHOCTU KpelleHns pebeHKa,
M Hao60pPOT, YacTb AETEW, POAMBLUMXCS KUBbIMU, HO YMEPLLIMX
BCKOpE Mocfe POoXKAEHUS, MOMM MHOrAa 3aHOCUTb B CTaTu-
CTUKY MEPTBOPOXKAEHHbIX [47].

Taknm 06pasom, OCHOBHbIMU Pa3UYUSMU MEXOY Kpu-
TEPUAMU KUBO- U MepTBopoxKaeHns B CoseTckom Cotose
M B 3TWUX ABYX CTpaHax ABAAIOTCS: a) HEMPU3HaHWE POAMB-
LWMMCS XMBbIM MfafeHuUa nNpu cpoKe MeHee 28 Hepn 6epe-
MEHHOCTU M He [LOXMBLUEro 4O BbINMUCKKM M3 poagoma (ans
Coetckoro Cotoza); 6) 6osiee y3Koe ornpeneneHve npu-
3HaKOB }unBopoxaeHnsa B CCCP (ToNbKO Hannyue gbixaHus).
Ecnn BnvaHne BTOporo ¢akropa MOXHO HUBENUpoOBaTb
nepexofoM Ha aHasn3 CMEPTHOCTM B NepuHaTabHbIA Nepu-
04, TO MepBblM OKa3blBaeT Ha YpPOBEHb NepuHaTalbHOM
CMEPTHOCTU HENOCPEACTBEHHOE BANSIHUE.

MNepuHaTanbHaa cmepTHOCTb B MocKBe B Havane pac-
cMatpuBaemMoro nepuoga 6bina Ha 22 NPOLEHTHbIX NyHKTa
(M.1.) HUXKe, 4eM B AHMIUKU K1 Yanbee, HO Ha 20 n.n. Bbile, Yem
B Hugepnangax (tabn. 1).

MoTpsiceHns BTopon MMPOBOM BOWMHbI 3aTPOHYNW Hace-
neHne AHrmunK un Yanbca padblie, 4yem Poccun. K 1940 .
NoBCEAHEBHAA XM3Hb CTPaHbl YyXKe nepelsa Ha BOEHHble
penbChbl, YTO OTPA3UIOCh U Ha CUCTEME 3[PaBOOXPaAHEHMS.
AKTMBHbIE MEPEMELLEHUA HaceneHus, pasgefieHne Cemew,
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Ta6nuua 1. MNepuHatanbHasa cMepTHOCTb B MocKBe, AHrnuu 1 Yanbce v HugepnaHaax, 1939-1949 rr., Ha 1000 Bcex poxKaeHuwm
Table 1. Perinatal mortality in Moscow, England and Wales, and the Netherlands, 1939-1949, per 1000 total births

log MockBa AHrMA U Yanbc Hupepnangbi
1939 48,1 58,5 39,8
1940 45,2 57,7 40,6
1941 43,2 54,7 37,5
1942 - 52,1 33,5
1943 41,7 47,9 32,4
1944 33,2 445 33,6
1945 31,2 45,2 34,9
1946 28,1 44.3 34,8
1947 27,6 40,3 34,2
1948 36,7 38,5 324
1949 42,4 38,0 32,9

McToYHMK: ans MOCKBbI pacyeTbl aBTOPOB Ha OCHOBE apXxMBHbIX AaHHbIX LUFAM. ®. P-126. On. 13. [. 159 [11]; 173 [12]; 189 [13]; 204 [14];
PrA3. ®. 1562. On. 20. [I. 204 [15]; 341 [16]; 432 [17]; 777 [18]; On. 329. [1. 4480 [19]; TAP®. ®. A-374. On. 11. A. 93 [20]. Ana AHraum

1 Yanbca [45, p. 119], ana Hugepnarpos [48, p. 34].

Source: for Moscow authors’ calculations based on archived data from Moscow Central State Archive. Fund P-126. Inventory 13. Case 159 [11];
173 [12]; 189 [13]; 204 [14]; Russian State Archive of Economics. Fund 1562. Inventory 20. Case 204 [15]; 341 [16]; 432 [17]; 777 [18];
Inventory 329. Case 4480 [19]; State Archive of Russian Federation. Fund A-374. Inventory 11. Case 93 [20]. For England and Wales [45, p. 119],

for the Netherlands [48, p. 34].

NPUOPUTM3aLIMA BOEHHbIX HYXKA, MPM3bIB BOMbLIEN YaCTU NPO-
deccroHanbHbIX Bpayen Ha BOMHY OTPa3uIMCb Ha NoKa3are-
fle MnafileH4YeCcKOM CMEePTHOCTU B AHIMKMK v Yanbce — ee pocT
B 1941 r. B cpaBHeHUn ¢ 1939 r. cocTaBMN NPaAKTUHECKHK
10%o. Tem He MeHee, NnepuHaTanbHas CMEPTHOCTb HE TOIbKO
He BbIpOC/a, HO U COXpaHWa CBOM TPEH Ha CHUXKeHKne. He
NoCeAHIO POJib B 3TOM CbIrpano U3MEHEHWE OpraHn3aLunm
MEeAMLMHCKON NoMOLLM 6EPEMEHHBbIM U HELABHO POAMBLLUM
weHuwmnHaMm. C uiona 1940 r. BBeeHa exeaHeBHasa nNpoja-
¥a 6epeMEHHbIM KEHLMHAM U KOPMSLLMM MaTepsM MUHTbI
MOJIOKa MO HU3KOM LeHe, a ¢ 1941 r. K aToMy J06aBAIUCH
anenbCUHOBbLIV COK, TabNETKM M3 PbIGbErO KUpa, a TaKkKe
BuTaMuHbl A 1 D. lNomumo aTtoro, ans obecneyveHuns 6esonac-
HOrO pPOAOpPa3pELEHNsT B YCIIOBUSAX PErYISPHbIX HaNeToB
3a Mecsl 4o npeanonaraemMon AaTbl POAOB XEHLWMWH 3Ba-
KyMpoBaiu B crneuunanbHble OOLLEXUTUS, afanTUpPOBaHHbIe
ans yxoga 3a 6epeMeHHbIMM M HOBOPOXAEHHbIMU. BmecTe
C 3TUM HY)XKHO y4MTbiBaTb M NPOAOIKaOWUNCH aDPEKT mep
1930-x IT., HanpaBfiEHHbIX Ha MOBbIWEHWE YPOBHSA KBasu-
GUKauMM NPaKTUKYIOLMX aKyLIEePOK, a TaKKe opraH1M3aumio
B 1936 r. 6ecnnaTHOM aKyliepcKon cnyxo6bl [45, 49]. B 10
e BpeMsi oxBaT B Bennkobputanuu (6e3 LLlotnaHamm) cta-
LMOHapHbIM POAOBCMOMOXEHMEM BbLIPOC 3a [eCATb neT
¢ 52,8 po 61,2% [35], a ¢ 1948 r. BCTynu/ B CUy 3aKOH
0 HauvoHanbHow cnyxk6e 3apaBOOXPaHEHUS, 3a/I0XKMBLUMI
OCHOBY A/19 OpraHu3auunn 6ecniaTHon MeaULMHCKOW NOMOo-
wn B AHrmun u Yanoce [50]. B BenukobputaHuu B 3TOT
nepvoa pogopaspelleHns B CTaluMoHapax MpoBOAWMSIUCH
B OCHOBHOM [/l EHLWH, UMEILWMX OCMOXKHEHMS, Toraa
KaK JOMallHWe poAbl CONPOBOXAAIMCh NPOPECCUOHanbHOM
aKylepCcKoW MOMOLbIO Ha A0MY, U TONIbKO OKONo 2% poaoB
npoxoaunn 6e3 Kakon-1Mbo npopecCroHanibHOW MOMOLLM
[49, p. 111]. 3a BCce paccMaTpuBaemble OecCsiTb JeT pocT
nepuHatanbHOM CMEPTHOCTU B AHMMK U Yanbce 3aduUKCu-
poBaH ToNbKO B 1945 . — Ha 0,7%o, Nnpu4yem pocT npo-
M3owes UCKIIYUTENbHO 3@ CYeT paHHeW HeoHaTalbHOW
COCTaBNsAOWEN, TOrda KaK YpOBEHb MEPTBOPOMKAAEMOCTU
CHWXKancs B TeyeHue Bcero nepuoga (kpome 1945 r., korga

OH ocTancs 6e3 u3MeHeHuw) (Tabn. 2). B aTOT e roj Bbipoc
N KO3DOULMEHT MNAAEHYECKON CMEPTHOCTU, YTO OOBSACHS-
eTcs 06LWEMUPOBLIM MPOAOBOILCTBEHHBLIM MOCNEBOEHHbIM
KPWU3MCOM, POCTOM POXAAEMOCTU U OXMAaHUEM AeMOOWUIU-
3auun MeapaboTHUKOB [45]. Beero ypoBeHb nepuHaTtanbHoOM
CMEPTHOCTM B AHMMMK M Yanbce B 1949 I. Mo CpaBHEHUIO
¢ 1939 r. ymeHblumnnca Ha 20,5%o0 (6onblwe Yyem B 1,5 pasa)
1 OblN1 HAXE MOCKOBCKMX 3HayveHun Ha 4,4%o (vnn 12 n.n.).
«[leperHatb» MOCKBY MO YpPOBHIO MepuHaTalibHOM CMepT-
HOCTM AHMMSA M YanbC cmMOrM TofbKo B 1949 r. u3-3a
3HAYUTENIbHOIO CKayka nokasatens B MockBe. B omnnuuve
OT MOCKBbI, OCHOBHOM BK/1a B TaKOe 3Ha4YMUTENIbHOE CHUXKE-
HWE YPOBHS NepuHaTanibHOW CMEPTHOCTU BHECO CHUXEHWE
YPOBHS MepTBOpOXaaemMocth (75%).

B Hupepnangax 1949 r. xapaktepuayeTcsi 601ee HU3KK-
MU 3Ha4veHusamu, 4yem 1939 r., noKkazaTens nepuHaTaaibHOM
CMepTHOCTU. CHUMXKEeHUe cocTaBuno 6,9%o0, unn 21 n.n. 3a
10 neT nepuHaTanbHas CMEPTHOCTb B CTpaHe pocna ABaKabl:
B 1940 n B 1944-1945 rr. B HugepnaHgax meHee 4yeTBep-
TM BCEX POAOB npoxoawnu B 6onbHULAX [48]. HanoMHuM,
yto B MockBe 6onee 90% BCex POXEHWL, B Hadane pac-
cmaTpuBaemoro nepvoga OblinM OxBaveHbl HabNOAEHWEM
KOHcynbTaumi [51] u meHee 8% poaoB NPOXOAMNN BHe
ctaumoHapa [52]. OpraHudauuns npodecCcuoHanbHON aKy-
LIepPCKOM NoMolLLM Ha AoMy B HuaepnaHgax Havanacb ropas-
[0 paHblle, YeM B AHMMW, OAHAKO LEHTpanuM3oBaHHas
cuctemMa 3ApaBOOXPaHEHUS M MeOMLMHCKOro CTpaxoBa-
HUS nosiBUNacb TOJbKO B MEPUOA HEMELKOW OKKynauuu
B 1941 r. [53]. [lo 3TOr0o MOMEHTa TO/NbKO MOJSIOBUHA Hace-
nexusa HuaepnaHgos 6Gbina 3acTpaxoBaHa, Toraa Kak BTopast
noJIOBMHa nosyvyana 6ecnnaTtHyio MeAULMHCKYI0 MOMOLb OT
Bpayewn, HaHATbIX MyHULMNanuteTom [47]. He cyuTasa aTtoro,
cucTemMa opraHu3aumm MeaMuUmMHCKOM NOMOLM 6epeMeHHbIM
npaKkTM4YEeCKM He npeTepnena U3MEHEHWW C Hadvana BeKa:
YXOA 3a POMXEHWLEN AENUIN MeXay coO0M cemelHble Bpa-
YM W aKyLIepKM, nosiyyaBluMe onnaTy Tpyaa M3 CTPaxoBbIX
cyeToB [47]. Ocoboe nonoxeHve HuaepnaHabl 3aHUManu
M B BOMpocax MpPOAOBOJSIbCTBEHHOIO CHabGXeHUs: nocne



Ta6nuua 2. MepTBOPOXKAAEMOCTb M PaHHAA HEOHaTaNlbHasi CMEPTHOCTb KaKk YacTb nepuHaTanbHoi B MockBe, AHInK v Yanbce
1 Hupepnarngax, 1939-1949 rr., Ha 1000 Bcex poxKaeHuin

Table 2. Stillbirth and early neonatal mortality as part of perinatal mortality in Moscow, England and Wales, and the Netherlands,
1939-1949, per 1000 of all births

MepTBOpOXaaemMocTb PaHHAA HeoHaTaNbHasA CMEpPTHOCTb
foa MockBa AHMUA U Yanbc HupepnaHgbl MockBa AHrnMA u Yanbc Hupepnanabi

1939 25,3 38,1 24,7 22,8 20,4 15,1

1940 22,6 37,2 24,8 22,6 20,5 15,8 o

1941 22,2 34,8 25,1 21,0 19,9 12,4 z

1942 24,6 33,2 21,3 H/A 18,9 12,2 g

1943 17,9 30,1 19,3 23,8 17,8 131 i

1944 16,7 27,6 18,5 16,5 16,9 15,1 §

1945 17,0 27,6 18,5 14,1 17,6 16,4 g

1946 16,3 27,2 194 11,7 171 15,4 2

1947 16,8 24,1 20,2 10,8 16,2 14 E

1948 21,6 23,2 20,1 15,1 15,3 12,3 E

1949 24,4 22,7 189 18,0 15,3 14 E
MCTOYHUKM: aNng MOCKBbI pacHeTbl aBTOPOB Ha OCHOBE apXMBHbIX AaHHbIX LIFAM. ®. P-126. On. 13. [1. 159 [11]; 173 [12]; 189 [13]; 204 [14]; §

PrA3. ®. 1562. On. 20. [l. 204 [15]; 341 [16]; 432 [17]; 777 [18]; On. 329. [. 4480 [19]; TAP®. ®. A-374. On. 11. [1. 93 [20]; 6a3a AaHHbIX
Hemockon [55]. Ana AHrnuu 1 Yanbca [45], ana Hugepnavgos [48].

Source: for Moscow authors’ calculations based on archived data from Moscow Central State Archive. Fund P-126. Inventory 13. Case 159 [11];
173 [12]; 189 [13]; 204 [14]; Russian State Archive of Economics. Fund 1562. Inventory 20. Case 204 [15]; 341 [16]; 432 [17]; 777 [18];
Inventory 329. Case 4480 [19]; State Archive of Russian Federation. Fund A-374. Inventory 11. Case 93 [20]; Demoscope database [55].
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For England and Wales [45], for the Netherlands [48].

BTOpXKeHMsA [epmaHun B cTpaHy B mae 1940 r. 4acTUM4HO
3a c4yeT NMBepanbHOro NnpaBfiEHUS OKKYMaHTOB, YaCTUYHO
13-3a BBeIEHHON B 1939 I. KAPTOYHOM CUCTEMbI CHABXKEHUS
obecneyeHune cTpaHbl NPOAOBOJILCTBUEM BbINO 3HAYUTENTBHO
nyyle, Yem B APYrnx OKKYNUPOBaHHbIX CTpaHax [54].

Poct nepuHaTanbHOM cMepTHOCTM B HuaepnaHpax
B 1944 —-1945 rr. cBA3aH C CUIbHbIM FOJ1I040M U €ro nocnej-
CTBUSMM B 3TU roabl. OcobbI MHTEPEC BbI3bIBAET NOKasa-
TeNb MEPTBOPOK/IAEMOCTH, KOTOPbIA HE U3MEHWUSICS B FOAbI
ronofa, Ho Bblpoc B creayowmne 1946-1948 rr., ropasano
6onee 61aronoflyyHble C TOYKM 3PEHUS MPOAOBOJSIbCTBEH-
HOro obecrneyeHus. TakoW e BPEMEHHOW Nar XxapaKTepeH
n ana MockBbl — Korga ronog 1946-1947 rr. He oTpa-
3WUCS Ha YPOBHE NepuHaTanbHOM CMEPTHOCTMU U NPOSIBUACS
yKe B cnegywoouwme 3a Humu 1948-1949 rr. OT1aenbHble
nUccnefoBaHUs, MOCBSLUEHHbIE 3TOM TeMe, KOHCTaTMPYIOT,
4YTO MEPTBOPOXK/AAEMOCTb B KPYMHbIX ropoaax HuaepnaHaos,
B GoNbllel CTeNeHn NocTpaaaBLUMX OT roa0/a, He TONbKO He
BblpOC/ia B CpaBHEHMU ¢ 6osee 61aronofly4HbIMU permoHa-
MW, HO ¥ NPOJOIKMNA CHUKEHME. ABTOPbI OGBSACHSIOT Takune
pas3nnyuns pesynbTaToM KoNeGaHWs MalbiX YMcen yMepLimx
B ropojiax, a Takxe oTMevatoT 60/bliee BAUsSHWE rofioaa Ha
YpOBEHb MepUHaTaNbHOW CMEPTHOCTHU, €CNIM OH 3aTparvean
EHLIMH Ha paHHWX cpoKax 6epeMeHHocTu [54]. Apyrum
BapuaHTOM OGbSCHEHMS SIBNSIETCS BO3MOXHbIA Hegoyyet
MEPTBOPOXK/IEHHbIX U YUCNa 3aperncTpupoBaHHbIX cMepTen
BO BTOpoM nonosuHe 1944 — nepson nonosuHe 1945 r,,
BbI3BaHHbIM aKTMBM3aLMEN BOEHHbIX AencTBuI [54]. TeM He
MeHee, K 1949 r. nokasaTenb NepuHaTasbHOW CMEPTHOCTH
B Hwuaepnangax npu6avMsunncs K CBOEMY MUHUMaTbHOMY
3Ha4yeHuto 1 6bin Ha 9,5%0 HMKe, 4eM B MocKBe. B Lenom
3a 1939-1949 rr. KO3OOULUMEHT NepuHaTanbHON CMEepPT-
HOCTM CHM3uNcsa B Huaepnangax Ha 6,9%o0. Kak n B AHMnK
1 Yanbce, NoAaBASOWMUN BKIaA B 3TO CHUXKEHME BHECIO
CHWXXeHne MepTBopoxaaemMocTu (84%).

TaknMm 06pa3oM, K KOHLYy paccmaTpuMBaemoro nepvoaa
MocKBa nokasbiBana camble BbICOKME 3HAYEHUS MO YPOBHIO
nepuHaTanbHOM CMEPTHOCTH MO CPaBHEHUIO C paccMaTpuBa-
eMbIMM CTpaHaMK (KaK N0 YPOBHIO MEPTBOPOXKAAEMOCTH, TaK
W N0 YPOBHIO paHHen HeoHaTa/bHOW cocTaBnsiowen). MNpu
3TOM B Ha4yane paccmaTpMBaemoro nepuvoaa caMblii BbICO-
KWW YpPOBEHb MepUHaTanbHOM CMEPTHOCTU U MEPTBOPOXK-
[aemMocCTu 6bi1 B AHMINK 1 Yanbce. MOMXKHO NMPeanonoxKuTh,
4YTO OHOW M3 MPUYMUH ITOro OblI0 MeHbllee, YeM B CTpa-
HaX, BbIGPaAHHbIX A1 CPaBHEHWS, BHUMAHUE K CHUMKEHWUIO
YPOBHS MEPTBOPOMXKAAEMOCTU, 3@ CYET KOTOPOW M MpoMC-
XOAWNIO0 OCHOBHOE CHWMKEHWE MnepuHaTanbHOW CMEPTHOCTU
B HuaepnaHgax n AHrmMm n Yansce.

C 1939 no 1947 r. nepuHaTanbHas cMepTHOCTb B MoCKBe
CHWXKanacb, HECMOTPS Ha MOTPSCEHWUS BOEHHbIX NIET U roNoj,
1946-1947 rr. BeposTHO, UCKIIOYEHNEM MOT cTaTb 1942 .,
Korga KoadpULMEeHT MepPTBOPOK/IAaEMOCTU BbIPOC B CpaBHe-
HuM ¢ 1940-1941 rr., HO OCTaBasCA HUKEe 3HAYEHUN JOBO-
eHHoro 1939 r. B 6onee 6narononyyHble 1948-1949 rr.,,
Korga Koad@UUMEHT MNadeH4YeCKon cMepTHOCTM B MocKBe
CHWKascs, nepuHaTanbHas CMePTHOCTb, HaNpPoTUB, Bbipocna
NMPaKTUYEeCKM A0 3HaYeHun 1941 r. — B OCHOBHOM 3a CYeT
MEepPTBOPOXK/AAEMOCTU. AHaNorMyHas cutyauus Gbina Xxapak-
TepHa u ans HuaepnaHaoB, Koraa NokasaTenb nepuHaTtalb-
HOW CMEPTHOCTM MOC/IE CHUMKEHMS B TOAbl OKKyNaLuu BbIpOC
B 1945-1949 rr., npnyeM B ronogHbin 1945 r. atoT pocT
NPOU30LLEeN UCKNOYUTENBHO 3a CYET paHHEN HeoHaTalbHOM
CMEpPTHOCTH, Toraa Kak B 1946-1949 rr. OCHOBHOW BKNaj
BHEC POCT MepTBOpOXAaeMocTH. CTano /v NoBbILEHWE YPOB-
HS MepuHaTanbHOM cMepTHOCTM B MockBe B KoHLe 1940-X IT.
nocneacteuem ronoga 1946-1947 rr., pe3ynsratom oTMme-
Hbl KapTO4YHOM CUCTEMbI Ha (GOHE MNPOBEAEHUS OEHEKHOM
pedopMbl NN KaKKUX-TMBO ApYyrMx GaKTOpOB — OCTAETCH He
[10 KOHLa SiCHbIM. B n1to60M cnydae, jaxe B YyCNOBUAX CPaBHM-
TeNnbHO 60/1ee BbICOKOro oxBarta 6ecniaTHbiM CTaLMOHaPHbIM
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POAOBCMNOMOMXKEHNEM, AOPOAOBbLIMU KOHCYNbTaLUMAMK 1 Gonee
Y3KOro onpeaeneHnst KpUTepmueB XUBO- U MEPTBOPOKAEHNU
nepuvHaTanbHasa cmepTHOCTb B MockBe B 1949 r. okasanachb
Bbllle, YeM B HuaepnaHaax v AHrimm u Yanbce. OCHOBHOWM
BKNaj4 B CHWXXeHWe nepuHaTanbHOW CMepTHOCTM B MocKBe
[lan paHHMI HeoHaTabHbIN Nepuoa, B HuaepnaHgax — mept-
BOPOXAAEMOCTb, a B AHINK U Yanbce — 06e cocTaBsioLme.
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Co3paHue cnyXobl 340POBbS IOHbIX
nUoHepoB npu POCCUNCKOM oOLLecTBe
KpacHoro KpecTta

KoHTaKTHas nHpopmauus:

Tpery6oB Banepuii Hukonaesuy, LOKTOP MEAULMHCKUX HayK, Npodeccop, npodeccop Kadeapbl 06LEeCTBEHHOrO 340POBbS U 34paBOOXPaHeHNs

uM. H.A. Cemalko UHCTUTYTa 06LLECTBEHHOMO 340p0Bbs UM. P.d. IpucmaHa Mepsoro MOCKOBCKOIO rocyapCTBEHHOMO MEAMLIMHCKOTO YHUBEPCHUTETA
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Cratbsl noctynuna: 03.08.2025, npuHsaTa K nevartu: 16.10.2025

B cratbe npepctaBieHbl UICTOPUHECKME CBEAEHMSA O GOPMMPOBaHUM U PA3BUTUM CAYXKObl 340POBbS IOHbIX MMOHEPOB Mpu
Poccurickom obujectBe KpacHoro Kpecta, kotopbiM ¢ 1919 no 1928 r. pyKoBoAW/ BblAaloLMKICS OpraHM3aTop 34paBooxX-
paHeHusi, yd4eHbin u negaror 3uHosui MeTpoBuy CosioBbLEB. B npouecce HacTosLwero uccaefoBaHns 6blin npoaHaIm3npo-
BaHbl JOKYMEHTbI, XpaHsiymecs: B [ocyaapcTBEHHOM apxuBe Poccurickon degepaumu, n paHee ony6/MKoBaHHbIE Ha 3Ty TeMy
Hay4Hble paboTbl. YCTaHOBAEHO, YTO /1 COXPaHEHUS U yKpereHns 340Pp0BbS MojgpacTalolero noKoaeHns cneymannctamm
C/yXKObl 3/10POBbSI OHbIX MMOHEPOB ObI/IN OTKPbIThI MEPBUYHbLIE MYHKTbI, BPaYeOHO-NPOPUIaKTMHECKNE KaBUHETHI, 1IeTHUE
rnaowaaxkm mu nepBbli MMOHEPCKUI Narepb-caHaTopuit «ApTeK». [1osly4eHHble AaHHble MO3BOJININ PACKPbITb 0COBEHHOCTU
BbinosHeHns B 20-e rr. XX B. cneuyunannctamm Poceuiickoro obuectBa KpacHoro Kpecta MeponpusaTiii o coxpaHeHUIo 3/0-
POBbS IOHbIX MMOHEPOB M oTAaTh AaHb Namsitn 3.11. ConoBbEBY, CO AHS PoXKAEHMS KoToporo B 2026 r. ucrionHsetcs 150 ner.
KnioyeBble cnoBa: cny»xba 340p0Bbs, Poccurickoe obujectBo KpacHoro Kpecta, 3nHoBui lNetpoBuy Col0BbEB, NEPBUYHbIE
MYHKTbI, Bpa4yebHO-NpodUIaKTMIecKkue KabuHeTbl, TIETHUE MoLWaaKku, ApTex

Ana untupoBanus: Tpery6os B.H. Co3gaHue cny6bl 300p0OBbS IOHbIX MMOHEPOB Mpu PoccuickoM obuiectBe KpacHoro
Kpecta. Bonpockl coBpemeHHoun negnatpun. 2025;24(5):330-336. doi: https://doi.org/10.15690/vsp.v24i5.2954

pa 1876 — 6 HoA6psa 1928), cO AHS POXKAEHUS KOTOPOro
B 2026 r. ucnonHserca 150 ner.

3aboTa 0 COXpaHEeHUU U YKpenaeHun 340p0Bbs AeTen
ABNSETCA BarKHeWwewn 3agaden nboro couunanbHo-

ro rocygapctea. B Poccuu 3HauyuTenbHble nepemMeHbl
B OXpaHe 340pOBbS MNoApacTatollero MOKOMeHUs npo-
nsownu B nepuos GopmMMpoBaHMS COBETCKOW Bnactu [1].
OgHMM M3 mnaeosoroB gaHHon pab6oTbl B 20-e 1. XX B.
OblN BblgaloWMNca OTEYECTBEHHbIM OpraHusatop 3apa-
BOOXPaHEeHUs, y4eHbl U negaror B 061actu counanbHOm
rurneHsl 3uHoBui lMNetpoBuy ConoBbeB (10 (22) HOAG-

B ony6nvMKOBaHHbLIX Y}e Mocne ero cmMeptu Tpyaax
[0CTaTO4HO MNOApPO6GHO OcBelleHbl 6uorpadus, peBonto-
LIMOHHas, obwecTBEHHAsA MU MHOrorpaHHas TpygoBas gesi-
TenbHocTb 3.I. ConoBbeBa, B TOM YUC/IE HA PYKOBOASALWMX
[JO/MKHOCTAX — B KA4eCTBE 3aMeCTUTEN HapOAHOro KOMMIC-
capa 3apaBooxpaHeHus PCPCP, HayvanbHWKa BoeHHo-
CaHWTapHoOro ynpasneHns KpacHow apmuun, pyKoBOAUTENS
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Kadeapbl counanbHON rMrmeHbl MeAMLMHCKOro dakynbreTa
Il MOCKOBCKOIO rocyfapCTBEHHOro yHMBepcuTeTa M npea-
cepatens LleHTpanbHOro Komuteta Poccuinckoro obuiectsa
KpacHoro Kpecta (LUK POKK). O BbicOKOW paboTocnoco6-
HOCTU, OTBETCTBEHHOCTU 3@ NOPYYEHHOE AEN0 U TPYAONto6UM
3TOr0 YHWKaNbHOrO YenoBeKa HarisagHO CBUAETENLCTBYET
TOT daKT, 4TO 0693aHHOCTU Ha AaHHbIX AOIKHOCTAX 3MHOBUM
MeTpoBMY BbLINOMHAN OAHOBPEMEHHO [0 MNOCNEAHEro AHA
CBOEW Kn3Hu [2-5].

byayin HasHaveHHbiM B 1919 r. npeacepatenem LK
POKK 3.M., ConoBbeB B CNOXHbIX COLMAIbHO-3KOHOMMU-
YECKMX YCNMOBMSIX, B KOTOPbIX B TOT Mepuoj Haxoaunacb
Poccusi, OCHOBHOE BHMMaHWE COCPELOTOYM Ha COXPaHEHUN
U pas3BuTn aBuxKeHus KpacHoro Kpecta, opraHmsauuu
MEANLMHCKOM MOMOLIM pPaHEeHbIM U GOMbHbIM, CMaceHuu
ronoAatolero HaceneHus, pa3BuUTUU NPOPUIAKTUKM, BOEH-
HO-CaHWTApPHOM MOArOTOBKM rpa)kaaH, NOCTPOMKE MepBOro
CaHUTapHOro camMosieTa, a TaKKe Ha Co3aHnn cny6bl 340-
pOBbS OHbIX MMoHepoB nNpu POKK 1 oTKpbITMK B ee cocTaBe
NEepPBUYHbBIX MYHKTOB, BpavyebHO-NpodUIaKTUYECKUX Kabu-
HETOB, NIETHMX MMOWAA0K M NEepBOro NMUOHEPCKOro nareps-
caHaTopus «ApTek» [6—8].

C uenbto npoBefeHus UCTOPUYECKOrO aHannsa GopMu-
poBaHWA M Pa3BUTUS CNYKObl 340POBbS OHbLIX MUOHEPOB
npu POKK noa pykosoacteBoMm 3.[1. ConoBbeBa B AaHHOM
nccnegoBaHnm GblIM U3YYEHbl LOKYMEHTbI, XpaHsumecs
B [ocyaapcTtBeHHOM apxmBe Poccuitickon Penepaummn (FTAPD),
1 paHee ony6IMKOBaHHbIE Ha 3Ty TEMY Hay4Hble paboTbl.

PeaynbTaTbl NPOBEAEHHOrO WCCNeAoBaHWA CBUAETENb-
CTBYIOT O TOM, 4TO CNy}6y 340POBbS OHbLIX MMOHEPOB MpK
POKK 3.M. ConoBbeB Havan cosgaBaTb, MCMNOAb3ys CBOWM
ONbIT ¥ TEOPETUYECKME 3HAHUS, NOSTYHYEHHbIE eLle B JOPEBO-
NOUMOHHBIM Nepunoa. Tak, Ha IX [y6epHCKOM cbe3ae 3eMCKUX
Bpayen U npeacrasutenen ynpas CapaToBCKOW ryb6epHWH
OH BbICTYNUNA C AoKnaaom «Acau-npuioTbl B CapaToBCKOM
ryéepHuu 3a natunetve 1903-1907 rr» [9], a B 1912 1.
ony6nukoBan craTtbto «06 opraHn3aLunun WKObHOIo NpuMBap-
Ka B HapOAHOM LWKoONe», B KOTOPOM MoKas3an, yYTo AJIMHHas
[opora Ao WKOoMbl U 06paTHO, CKyAHOE NMUTaHMe CNocobCTBY-
10T pOCTy 3a6051eBaEMOCTU y AeTen, U 060CHOBaN HEOBX0au-
MOCTb OpraHmM3auumn ans HUX ropsaymnx 3aBTpaKoB [6B].

C 1918 r. B Poccun ang pgeter go 16 net opraHu-
3yeTca nuTaHuve, oco6oe BHWMMaHWe MNpu 3TOM YAENsNoChb
aetam mnagwe 5 net. «B ycnoBusix paspyxu, HecTabuibHOM
NONUTUYECKON M IKOHOMWYECKOM OOCTAHOBKM 3TU Mepbl
npuHocunu ceou nnogbl: B 1920 r. B NoaBeAOMCTBEHHbIX
Hapkom3agpaBy U HapKoMnpocy y4YperaeHUsax nutaHue nosny-
yanu 298 069 geten, a No CTpaHe B LIESIOM MX YUCNO OOCTH-
rano 1,5 mnu» [7]. JaHHble MeponpusaTus OCyLecTBASINCh
npu HenocpeacTBeHHoM yyactuum 3.11. ConoBbeBa [6].

Heob6xoagnMocCTb co3gaHusa Ccnyxb6bl 300pOBbSA 414
rnoapacTtalollero noKoJeHUs, o6beauHeHHOro B 1922 T.
B HalleW CTpaHe B MMOHEPCKYK opraHuM3auumto, 6bina oby-
cnoBfieHa BbICOKMM ypoBHEM 3ab0/ieBaeMoCTu [JeTen
M OTCYTCTBMEM HEOBXOAMMbIX PECYPCOB ANs MX Ne4veHus
M npoBeaeHUs NpodUNaKTUYECKUX MEPONpPUATUH B TOT
nepuoa. O6 aTom ybeauMTenbHO CBUAETENbCTBYIOT C/oBa
3uHoBuA [eTpoBKUYa, cCKasaHHble UM Ha |l Bcepoccuickom
cbesge O6uiectBa KpacHoro Kpecta B MockBe 15 siHBaps
1927 r.: «JaHHble MeAULMHCKKUX 06CcnefoBaHni MMOHEPOB,

npoBefeHHbIXx B 1924-1925 rr., noKasanu, 4to NMUOHep-
CKasl Macca cTpagaeT HadalbHbiIMW dopmamu TybepKyne-
3a, O6WKUM yrnagKoM NUTaHWe, aHeMUEN U T.N. Mexay Tem
ne4yebHO-CaHUTapHasa nomollb AeTam Oblla SBHO HedocTa-
TOYHa. YuypexaeHus n npodco3bl He UMENK AOCTaTO4YHOro
KOnM4yecTBa CPeacTB, YTOObl BbIBE3TH JIETOM BCEX MUOHE-
poB Ha gauu un B nareps» [10].

[JaHHas cutyaums ycyrybnsinacb BbICOKOM Harpy3Kom Ha
NMUOHEPOB BO BPEMS LIKOJbHbLIX 3aHATUR M O6LLECTBEHHbIX
MEpOoNnpUATMI BO BHEYPOYHOE BPEMS, YTO NMPUBOAMIO K KX
YTOMJ/IEHUIO, BOBHMKHOBEHWIO FONOBHbIX 60/1€M U HapyLWEHWIO
cHa. B ctatbe, NOCBAWEHHON NETHEMY OTAbIXY LWKOAbHUKOB,
3.M. ConoBbeB nucan: «Haw ponr — gatb 340poBOE NETO
IOHOMY MUOHepy. Hago He TOMbKO YCTpaHUTb BCE HeAoYEeThI
B 3[0pOBbe NMOHEpa, 06yCNOBAEHHbIE 3UMOW, HO U HaBep-
CTaTb C M3AUIIKOM HEeAOoMOo/yYeHHOE 3a 3UMHME MecsiLbl
HOpMasbHOE pa3BUTUE U YKPENeHUe JEeTCKOro opraHnama.
<...> Heo6xo0aMMo XOpOLWEHbKO M OCHOBAaTENbHO NpoaymaTb
NPUMEHNUTENBHO K COCTOSIHUIO 340POBbS MMOHEPa, KaK Hau-
6onee LienecoobpasHo, B UHTEPECAX BO3MOXKHO 60/bLIErO
yKpenneHus ero Gu3n4eckoro m ncMxmM4eckoro CoCTosiHUS,
MCMNo/ib30BaTh JIETO M Npupoay» [11]. B ctaTbe, NOCBSALLIEHHON
300pOBbi0 Monoaexun n KpacHon Apmuu, 3nHosui MNetpoBuy
yKa3blBas, 4TO JaHHble MPU3blBa IOHOLWEW Ha BOEHHYIO CNYK-
6y B 1924 r. cBMAETENbCTBOBAIN O HEraTUBHOM BIIMAHUM
NOTPSICEHWI NOCNeAHEro AecaTuneTs Ha 340poBbe Mooge-
YW, KOTopas 6blfla HUXKE POCTOM U C MEHbLLEW Maccon Tena
Mo CpaBHEHMIO C MPU3bIBHUKaAMMN AOBOEHHbIX NeT [12].

YunTbiBasi AaHHble 06CTOATENbCTBA, B HOS6pe 1924 T.
cneunanuctamm POKK noa pykosoactsom 3.[1. ConoBbeBa
6blla chopmunpoBaHa cnyxba 300POBbSA IOHbIX MUOHE-
poB [10]. U3HavanbHO Npu ee co3haHuKW MaHUpoBanu
OTKPbITb B MOCKBE TpW MEPBMYHLIX MyHKTa M ABa Bpa-
4eBHO-NMPOPUNAKTUYECKNX KabMHETA, B KOTOPbIX MO LWTaTy
npegycmatpuBanocb No ogHOMY Bpady-negonory. na atoro
npukazom POKK ot 09.01.1925 N2 1 6bi10 npeanuca-
HO HasHauuTb «¢ 15.12.1924 Bpaya Jlunosu4y 3.10. Bpa-
4OM-NeaosnoroMm M Mnopy4nuTe GOpMUPOBaHME MEPBUYHOIO
NyHKTa B XaMOBHWYECKOM panoHe, ¢ 29.12.1924 Bpaua
Openarenma W.J1. Bpayom-neaoniorom u nopyyantb Gopmu-
poBaHWEe NepPBUYHOro NyHKTa B 3aMOCKBOPELLKOM panoHe,
€ 29.12.1924 Bpavya PomaHoBcKyto Pb. Bpa4yom-nenonorom
M nopy4yntb GopMUpPOBaHME BpayebHO-NPOPpUIaKTUYECKO-
ro KkabuHeta B 3aMOCKBOpPELKOM panoHe, ¢ 29.12.1924
Bpaya [MH36epr M.J1. Bpa4yom-nenosoroMm 1M nopydyntb Gpop-
MUpoBaHWe BpadvyebHO-NpodUNaKTUYEeCKOoro KabuHeTa
B XaMOBHWYECKOM panoHe». NepBUYHbIE MYHKTbl AOIKHbI
6blNM OCYLWECTBAATb CAHUTAPHO-MPOCBETUTENBLCKYIO paboTy
cpeav MMOHEepoB, MPOBOAUTL MEPOMNPUATUS MO 0340POoBAe-
HUWIO MMOHEPCKOM cpefbl U OKa3blBaTb MMOHEpPaM MepBYyio
nomolb. BpayebHo-npodunnakTMyeckne KabuHeTbl npegHa-
3Havanucb anas obcnenosaHusa nMoHepos [13].

B fonofHeHWW K JaHHOMY MpWKasdy yKas3blBanocb, YTO
nepBUYHbIE MYHKTbI CAYKObl 300POBbLS tOHbIX NMMOHEPOB AOMK-
Hbl ObITb OTKPbITbl B XaMOBHWYECKOM, 3aMOCKBOPELLKOM
n baymaHcKom panoHax r. MOCKBbl M NMOAYUHEHbI BMECTe
C BpayebHO-NpodUNaKTUHECKUMN KabUHETAMU MeAULMUH-
ckomy otaeny LUK POKK [14]. HecmoTpsa Ha yCTaHOBEHHbIE
CPOKW, MEPBMYHBIA MYHKT NPU LIEHTPaNbHOM Kiy6e OHbIX
NMOHEPOB 3aMOCKBOPELKOro paroHa Ha4dan GYHKUMOHU-
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poBatb ¢ 13.01.1925, 0 4eM CBUAETENLCTBYET OTPaXKEHHAN
B [Mpunkaze POKK oT 24.01.1925 N° 6 cnpasKa: panopT
Bpaya W.J1. ®dpenarenma ot 13.01.1925 [15].

CornacHo npoTtoKony 3acegaHus LUK POKK ot
12.01.1925 N? 1, B Havane 1925 r. B MocKBe 6bl/10 OTKPLITO
TOMbKO ABa NEPBUYHBIX NYHKTa M ABa Bpa4yebHO-NpoduIaKTym-
YeCKMx KabuHeTta. HecmoTtps Ha ato, UK POKK nnaHupoBan
B 6nnKanLwee BpeMs OTKPbITb CETb MEPBUYHbIX MYHKTOB M Bpa-
4ebHO-NpodUNaKTU4YECKNX KabuHeToB B JleHUHrpaae, Camape,
Yde, Cumdeponone, Hoo-Hukonaescke, OpeHb6ypre,
CmoneHcke, TawkeHTe u PoctoBe-Ha-[loHy [16]. [daHHble
niaHbl MNOCTENEHHO peanu3oBbiBanucb, n 04.08.1925
Ha 3acefgaHun LIK POKK, KoTopoe npoBoannochb nog npea-
cepatensctBom 3.M. ConoBbeBa, 3aBeaylWWh MeauumH-
CKum otaenom A.I. byranckum gonoxun, 4to 3a 6 mecsaues
B MocKkBe n 3 mMecsiua Ha nepudepun cnyxb6om 300poBbA
OHbIX MMOHEPOB OpPraHM3oBaHO 20 MNEPBMYHbLIX MYHKTOB
M 12 BpayebHO-NpodUNaKTUYECKNX KabuHeToB [17].
B ob6uwen cnoxHoctu B 1924-1925 rr. 6bl10 OTKPbITO
36 nepBUYHbIX MYHKTOB M 13 BpayebHO-nNpodunakTuye-
CKUX KabuHeToB, a B 1925-1926 rIT. 4Mucno nepBUYHbIX
NYHKTOB yBENNYMUIOCh A0 48, Npu 3TOM NMPOdUIaKTUHECKUX
KabuHeToB cTano 11. B KayecTBe OCHOBHbIX 3aday cny>k6e
300p0Bba B 1925-1926 rT. 6bliM onpeaeneHbl yeuneHme
NMOMOLLX OpraHaMm 34paBOOXpPaHeHWs B [efne oXpaHbl 3[0-
POBbS MMOHEPOB; NPUBAEYEHNE OBLLECTBEHHbIX CUT U MaTe-
puanbHbIX CPEACTB OpraHu3auui K [eny 0340POBMEHUS
NMMOHEPOB; aHaNM3 AaHHbIX MEeAWLMHCKUX o6cnefoBaHum
3[0pOBbS MMOHEPOB; OCYLLECTBIEHWE COAENCTBUSA YNOpsaLo-
YyeHUto pPaboTbl MMOHEPCKUX TPYMn M O340POBAEHUIO YCNO-
BMW OblTa; NpuMBAeYEHNE BHUMAHUSA poauTeNen, neaaroros
M BOXaTbIX K Aefny 0340POBEHUS MMOHEPOB; MOBbIWEHUE
aKTMBHOCTM CaMMX MUOHEPOB B CaMOO340POBNAEHWUM; MpPU-
BUTUE TMIMEHUYECKNX HABbIKOB MMOHEPaM W, OCHOBbIBAsCb
Ha WX CaMOAEATENbHOCTU, OKPYXKaloWmM, CEMbE W LIKOAe.
PelweHune yKa3aHHbIX 3aa4 OCYLLECTBAANOCH MO CAeAyOLMM
HanpaB/eHUsAIM: CaHUTAPHO-NPOCBETUTENbCKAs paboTa cpe-
[M MMOHEpPOB, BOXaTbIX, NeJaroroB u pogutenen; neyebHas
N ne4yebHo-NpodunaKkTMyecKas nomMollb; y4acTne crieyuanu-
CTOB CNyX0bl 340P0OBbS B METOAMYECKON U OpraHU3aLMOH-
HOM paboTe B NMUOHEPCKUX OpraHn3auusx, a Takxke npusne-
YyeHMe W NOAroTOBKa K paboTe Bpadvyen, NoaaeprkuBatomx
OaHHoe HanpasneHue [10].

CospaBaemble crneunanuctamn POKK gna nogpacrtato-
Wero NoKoNeHUs NePBUYHbIE MYHKTbl ABASIUCb OCHOBHbLIM
HW30BbIM YYpeXKAeHUEM Cy6bl 30P0BbS OHbIX MMOHEPOB.
B cootBeTcTBMM C N0N0XKEHMEM O NEPBUYHbLIX MYyHKTaX, pas-
paboTaHHbIM ¥ YTBEPXKAEHHbIM B 1926 TI., UX COTPYAHWKHK
LOMKHbI 6blIM U3y4YaTb COCTOSIHWE 340POBbS, YCNIOBMKS TpyAa
n 6blTa MMOHEPOB M HA OCHOBE MOJIYYEHHbIX JAaHHbIX Yepes
610pO tOHbIX MMOHEPOB GUKCUPOBATb BHUMaHME 0BLWECTBEH-
HbIX, NPOPECCUOHaNbHbIX U FOCYAAaPCTBEHHbIX OpraHu3auum
Ha aTux Bonpocax. Kpome Toro, B nepeyeHb 3aga4y nepeuy-
HbIX NYHKTOB BXOAWIW KOHCYNbTaTMBHasa pabota npu 610po
IOHbIX MMOHEPOB MW NPU KaBMHETE NMMOHEP-PabOoTHMKa TaMm,
rae OH MMeNcsl; BCECTOPOHHee nefonornyeckoe obcenepo-
BaHWe rpynnbl MMOHEPCKUX OTPSAOB; ydacTue B paboTe no
NoAroTOBKE BOXaTblX HA CEMWHapaXx, Kypcax U B narepsx;
y4yacTue B CaHUTapHO-NPOCBETUTENLCKOM paboTe ¢ poauTe-
NSIMK; y4acTve B opraHM3aLMOHHON U METOANYECKON pabo-

Te C BpavyaMu-COAENCTBYIOLWMMHU; BpayebHO-nefonornye-
CKoe O6CnyKMBaHWe LEeHTpanbHOro Knyba toHbIX MMOHEPOB
M MacTepPCKMX Knyba Tam, rae OHW umeloTes; paboTa ¢ caHu-
TapHbIM KOMUTETOM LIEHTPabHOro Knyba; y4actne B pabote
CaHUTapHbIX KOMWUTETOB OTPSALOB U BpayebHoe 06CnyKMBa-
HWe nnowanok POKK; BpayebHoe o6CnyXMBaHWe U Ulyye-
HUE MUOHEPCKMX narepen; MeauuMHCKoe o6CnyKuMBaHue
IOHbIX MWMOHEPOB, OGCAYXMBAHWE OTPSAO0B, paboTaloLmx
B mactepckunx LIK POKK; opraHMsauus caHUTapHbIX nocTa-
BOK M CaHUTapHbIX YrOIKOB, OCBELLEHME BOMPOCOB 3J0POBbS
IOHbIX MMOHEPOB B Nepuoanveckon nevatu [18].

YauTblBasi 3HAYUMOCTb NEPBUYHBLIX MYHKTOB B COXpaHe-
HUW U YKpPenneHUn 340POBbS IOHbIX MMOHEPOB, MX YUCIEH-
HOCTb €XXerogHo yBenuMyinBanacb: B 1926-1927 rr. ux 66110
126, B 1927-1928 rr. — 153, kK 1930 r. nnaH1MpoBanocb
[OBECTU 3T0 4mncno go 250.

Mpwn pacwmpeHnn gaHHon Gopmbl paboTbl 6bin B3AT KypC
Ha 60/blUMI OXBaT NMUOHEPOB AEPEBEHCKUX OPraHn3aLui.
[OPOACKYIO CeTb MEPBMYHbIX MYHKTOB B KPYMHbIX MPOMbILL-
NIEeHHbIX ropojax, rae AOCTaTOYHO LWMPOKO pasBuTa CeTb
oxpaHbl 340POBbS AETEN, TaKKe MNOCTEMNEHHO MaaHWpoBanu
nepeBoanTb B AepeBHio [19]. B oTHOWeEHUM BpadyebHO-Npo-
dunakTMYecKmMx KabrHeToB CNyK6bl 340POBbLS OHbIX MUOHE-
poBs Mpe3nanym LUK POKK 05.09.1927 npuHsan peweHne 06
WX ynpasaHeHUn v neperMeHoBaHUU B NEPBUYHbIE NMYHKTbI
C nocneayollen nepegadyen n3 ropoacKMx LLEHTPOB Ha Nepu-
depuio u B gepesHio [20].

[ToMMMO NepBUYHbIX MYHKTOB M BpayvyebHo-npodunak-
TUYeCKUx KabuHetos, 3.1. ConoBbeEB MHULIMMPOBAS OTKPbI-
TMe 4ns NOApacTaloWero MOKONEHUS MUOHEPCKUX NETHUX
naowWaaoK, 0 4Yem OH nucan B KoMCOMOAbCKOM npaBae
(N2 5 o7 30.05.1925): «Ecnu Henb3s Nno4emy-1Mbo yCTPOUTb
3aropoAHbl narepb MM ecnv No COCTOSIHUIO CBOEro 340-
POBbS MMOHEP He MOXKeT ObiTb HanpasfieH B narepb, Hago
obecneynTb €My BO3MOXKHOCTb MOSIb30BATbCA BO3AYXOM,
COJIHLEM M BOAOW B ropoge. [Jns atoro Heo6xoanma neTHas
nnowaaka. Tenepb MNOYTU NPU KaxKAOM Kiybe ecTb XoTs Obl
Hebonblon caf. Ero-to n Hago Mcnonb30BaTth A1 3TON LEeNK.
Pa3ymMHO ycTpoeHHasi naowagKka MOXeET JaTb BECbMa MHOMO
4Ns 340pOBbsi NUOHepa. MpK camMbiXx CKPOMHbIX CPeACcTBax
MOXHO 06ecneynTb Ha MNAOLWAAKE M CONHEYHble BaHHbI,
N OGUBNYECKYIO KYNbTYpy, U YNPOLLEHHbIM ayw (B BUAE 06K-
BaHWM M T.M.). Xn3Hb NnoHepa B6GAM3M NPUPOAbl OOSKHA
ObiTb HanoMHeHa IerkuM, HEYTOMUTENIbHbIM U PafOCTHbIM
TPYAOM M TaKUMU e pafgoCTHbIMKU BocnpusaTuamun. Hago cae-
naTb TaK, YTo6bl AeTCKas Ayla WKMPOKO OTKpbIBanach 34echb
HaBCTpeyYy HOBbIM dopMam Ku3Hu» [11].

YuutbiBasi, YTO NETHME MNAOWAAKM ABASANCE Haubonee
npocTon u peweBon ¢dopmMon 0340pPOBUTENBHOW pabo-
Tbl C AETbMM, cheunanuctbl cny6bl 3a0poBbsi POKK yxe
B 1925-1926 rr. NnpUcTynmuin K nx GpopmMmupoBaHuto. bbinm
BblAENEHbl HeobXxoAnMble CpeacTBa AN1s co3aHusa 19 NeTHUx
naowanokK, B Tom uncne 3 B Mockse v 16 B oKpyrax. B pesynb-
TaTe npoaenaHHoOM paboTbl, B TOM 4YMUCNEe 3a CYeT CpeacTB
KpaeBbIX M OKPYXKHbIX ynpaBneHun POKK, obuwas 4ucnes-
HOCTb NIETHMX MAOWAAO0K Aocturna 29. B nocneayowem net-
HWe naowagkyM no paspabdotaHHon LUK POKK HoBoun cxeme
OblIN NpeBpaLLeHbl B N0OWaAKKM nocTosiHHoro tuna [10].

HecmoTps Ha exerogHoe yBennyeHme GUHaHCOBbLIX pac-
XOA0B, BblAensieMblx cnyx6e 340pOBbS OHbIX MUOHEPOB,



KoTopble B 1924-1925 rr. coctaBnsanu 221 310 py6.,
a B 1925-1926 rr. Bo3pocnu elle Ha 93 556 py6. 08 Kor.,
[EHer Ha Bce 3aniiaHMpoBaHHblE MEPONPUATUS He XBaTano.
B paHHbIX ycnoBuax 3uHoButo MNeTpoBuYy NPULLINOCHL OTCTau-
BaTb BOMPOC NUTaHWA AETEN Ha NETHMX MOLWaAKaX, O YEM OH
roBopun: «bes nuTaHus naowagxka — nNofioBMHa NAOLLAAKM.
Bbl 10BOIBHO MPOCTO MOAXOAMTE K 3TOMY Bonpocy. lycTb,
mon, LUK gacT aeHbru, Ho OTKyaa Mx B3ATb. 3Ta opraHmM3auus
ABNAETCS NPOBGHBIM KaMHEM 419 06LLeCTBEHHOCTU. HenpaBbl
Te, KTO FOBOPWUT, YTO HYXHbl Cy6Ccuammn M3 UeHTpa. HyKHOo
BOKPYr 3TOr0 NUTaHUs copraHM3oBaTb 06WECTBEHHOCTb. ITO
6yneT camoe BepHoe» [21]. YuuTbiBas 3Ha4MMOCTb MepPOrpu-
ATUM N0 OXpaHe 340poBbs AeTen, B 1926—-1927 rr. cnyxbe
3[0pPOBbS IOHbIX MMOHEPOB 6bI10 accurHoBaHo 382 839 py6.
52 Kon., 4TO COCTaBnsN0 MO HaMeYeHHOMY nnaHy 26% OTHO-
cutenbHo obuiero 6toaxeta POKK [10].

Ewle oOHOM YHWMKanbHOW CTPYKTYpPOW, CO34aHHOM Mo
numnymatuee 3.M. ConoBbeBa A/ COXPaHEHUs W yKpense-
HUSI 300POBbS IOHbIX MMOHEPOB, ABASETCS NEPBbLIN MUOHEP-
CKMi narepb-caHaToput POKK «ApTeK», OTKPbITUE KOTOPOro
cocTtosniocb 16 uioHsa 1925 r. [22]. 3uHoBuMi NeTpoBuKY Tak
onucbiBan gaHHoe cobbiTve: «BMecTo ABOPLIOB U BUAA C KX
Kpuyalllen poCKOLbO U Ha30MNMBbIM 6€3BKYCHEM B ApTeKe
K camoMy 6epery, rae To ¢ 1acKon, To C Yrpo3on nieLieTcs
Mope, cbexana KydKa O6enocHeXHbIX nanaToK. Ux octpo-
BEPXME KPbIWK CMOBHO CMOTPSATCS B 3BEHSALWMN XpycTanb
BOMIHbI M MYMAMBO MNPSAYYTCA B TEHW TEMHbIX KMMNapucoBs
1 cepebpuUCTbIX MaC/IMH. ATO MMOHEPCKUIM Narepb-caHaTopui
KpacHoro Kpecta PCOCP B ApTeke. 3abpoLUeHHbI, NoYTH
3a6bITbIM YapytoLLMi YyronoKk Kpbima oXui. 3aech, y MOAHOXbS
Aw-[ara, cTpouTCs HOBas XW3Hb. [JaBHO He 4yBCTBOBan
1 TAKOW TULUMHbI, MOKOS M KpacoTbl. <...> Cpean 0340po-
BUTENIbHbIX MUOHEPCKUX YYPEKAEHWUI OLHO M3 NEPBbIX MeCT
OO/MKHO NPUHAANEXKaTb TaKUM, KOTOpble 06eCneYmBaloT NMo-
Hepy BO3MOXHOCTb MOAb30BaTbCA MOTY4MMMU LienebHbIMM
cunamMu npupoabl: BO34yXOM, COMHLEM W Boaow. [Ana Hac
NMUOHEPCKUN narepb — 60SblIOE, Cepbe3HOe M BecbMa
BarkHoe fAeno. HoBoe yenoBevyeckoe 06WeCcTBO Mbl CTPOUM
Ha OCHOBE 03[0POB/IEHUS, AYXOBHOIO U TENECHOro, CTPOU-
Tens aToro obuiectBa — paboyMx Macc. AToM Lenu OOKEH
CNYXUTb U MUOHEPCKU narepb. CTpyKTypa, 06CTaHOBKa
W WU3Hb nareps AO/KHbl OblTb OCHOBATENbHO MPOAYMaHbI
C TOYKM 3PEHMS NPaBWUILHOIO MOHMMAEMOWM TUTMEHbl AET-
CKOro BoO3pacTa. TaK e CMOTpUT Ha 3ToT Bonpoc u UK
POKK, KoTopblM pewun npeBpaTtuTb APTEKOBCKUM narepb
B MOCTOSIHHOE yypexaeHue. <...> C aTon uenbto KpacHbli
Kpect apeHagoBan Becb ApTeK (nnowaab Ao 100 gecsaTuH)
C ero fja4yaMu M napkamu, necamu u ayramu. Ha atom npo-
CTOpe M NpuBOSbE MOXHO BGYyAeT U3 roga B rog cosgaBatb
cBOe0b6pa3Hoe yyperaeHue, KOTopoe CO BpeMEHEM, ObiTb
MOEeT, pa30oBbeTcs B Hactosuwyto “lNuoHepuio”. BonbHoM
NMUOHEpP, HYXXAAKWKUNCA B JIETHEM OTAbIXe, HawaeT 34ecb
CBOM TMWOHEPCKUK Nnarepb-caHaTopuvin. 340pPOBbIA MUOHEP
W HEU3MEHHbIN ero Apyr — BOXaTbll — BCTPETAT 34eCb
rOCTEMNPUUMHbBIN NMPUIOT B IKCKYPCUOHHOM 6ase» [23].

OaHaKo pelleHue o Bbibope MmecTa AN AaHHOro NMUOHep-
CKOro narepsi U MeToAoB MPOBEAEHUS 0340POBUTENbHbIX
MEepPONPUATUI OEeTAM MNPUHUMANOCb HENpPoOCcTo, 4To 6bl10
06YCNIOBIEHO OTCYTCTBMEM JOCTATOYHOIO OMbITa U HaNMYMeEM
pas3nunyHbIX B3rNS40B Ha oOpraHusauuito nogobHon pabo-

Tbl. B cBoen ctatbe 3nHoBMM MeTpoBuy B 1925 1. nucan:
«CoBceM elle HeJaBHO, Mecsala ABa Hasaj, MHE MPULIOCh
BCTPETUTLCH C “nnaHom” yctponctea nog MockBow “Bceco-
I03HOr0” NMOHEPCKOro nareps, 4ytb M Ha 1500 ageten, KoTo-
pble JOMXKHbl 6blIM CbexaTbC B 3TOT flarepb OTOBCOAY —
“oT xnagHbIX GUHCKKX CKan A0 nnameHHown Konxugbl”. <...>
HeTpyaHo 6bl10 AOKa3aTb, YTO NEepPBOE U HEMPEMEHHeNLIee
YC/IOBME B TaKOM [ene — 3T0 YCTPOMCTBO Nareps B 06bl4HbIX
NPUBBIYHBIX A9 peGeHKa KIMMaTUYECKUX U BbITOBbIX YC10-
BusX. Bo3HMKNa 3aTem y KOe-Koro “naes” ycTpouTb flarepb
Ha HOxHoM 6epery KpbiMa, U TOXE HUKaK HEe MEeHbLUE YeM
Ha 1000 pebaT. M 3pecb NpUWIOCb FOBOPUTbL O TOM, YTO
npogenbiBatb OMbITbl HaZ MMOHEPOM B TaKuMx Gopmax Ham
He K N1Ly; NPUWIOCh YKasblBaTb Ha TO, YTO HE KaKaoro
nMoHepa MOXHO oTnpaBuTb Ha HOXHbIM 6eper Kpbima 6e3
onaceHus 3a ero 3aopoBber» [11].

M ecnun B nocneayowem gaHHoe mHeHune 3.11. ConoBbeB
nepecMoTpen u ctan CTOPOHHUKOM OTKPbITUS NEPBOro nuo-
HepcKoro narepsi-caHaTopuss POKK umeHHO B Kpbimy, TO
naeto 06 0340POBNEHUM JeTeN B HEMPUCMOCOBNEHHbIX ANs
3TOr0 YC/MOBMAX OH OTBEpran M3HayanbHO WM MOCTOSHHO,
0 Yem nucan: «[ponaraHAnCTbl U OpPraHU3aTopbl MUOHEP-
CKMX Nnarepew otganu Ha nepBbiX MOpax HE3aKOHHYK AaHb
nlarepHon “nHaenLmnHe” n NoLWIoOMY MeLLaHCKOMY CKayTU3My.
B coyeTaHWu C HaWMUM ele AOCTAaTOMHO KOpSiBbIM GbITOM
TaKOW narepb BbIIWACSA BO YTO-TO UCKIOYUTENBHO Henenoe
B GbITOBOM CMbIC/ie U 6ECCMOPHO BPELHOE B MMIMEHNYECKOM
OTHOLWIEHMHU. f1 XOPOLLO MOMHIO TOT ClallaBblil CEHTUMEHTa-
NIM3M B3POCbIX 60poaaThiX Nt04en, ¢ KOTOPbIM OHWM 3acTaB-
NAAM ManblWeN-NMOHEePOB YacaMu U AHSMU KOMaTbCs B 3EM-
e, coopyrKasi 3eMnsHble “KyxHW” 1 “cTonoBble”, BO3ABUIraTb
Wwanalwun M3 BETOK M TpaBbl C TEM, YTOObl 3TU COOPYKEHMS
CTanun epTBOW NepBOro LOXAs; BapuTb 3aBEJOMO Hecbe-
[OGHYI0 Kally; 6ecLeNbHO AeXypuTb “Ha Yacax”; uenbimu
HOYaMM MEepP3HYTb B Wanawe noji CTapeHbKUM ManbTull-
KoM. K cyacTblo, HE3OPOBOE YyBEeYEHUE “3aKannuBaHnem”,
“3aBoeBaHMEM AUCLIUMAUHDBIY U “AOCTUHKEHNEM CManKku” no
TakMM peLentaMm OKa3anoCb HEAONrOBEYHbIM U BbICTPO
cNneTeno, Kak HeHyXKHas wenyxa. <...> 06ueHune ¢ npupoaon
W UCMONb30BaHME ee 0340POBASIOLLErO BAUSAHUS 3aKoya-
0TCS BOBCE HE B TOM, YTO YEIOBEK COBPEMEHHON KybTypbl
LOMKEH NPEBPaTUTLCS B AUMKAPS, *KUBYLLETO B MPUMUTUBHOM
Wwanalle, nNuTatoLlerocsa 3aBeAoMO MIOXOM MULLEeRn, npeao-
CTaBNEHHOro CTUXMU OOXKAA W BETPa M 3aTpayuBaloLiero
HeLenecoobpasHo U HEMOMEPHO MHOIO CW/ Ha YCTPOMCTBO
CBOEro0 XUTEeNCKoro obuxoga» [23].

B ctatbe «300poBoE NETO — OHOMY NMUOHEPY» 3UHOBUM
MeTpoBUY oONUCbIBaN, KakUM [OSIKEH OblTb MUOHEPCKUM
narepsb: «OT narepew ¢ NpecnoByTon “nHAENLIMHON”, “Kapay-
naMun”, “Bblnaskammn”, HOYHbIMW TPEBOraMM U MPOYUMU HUK-
YEMHbIMW W BPEeAHbIMW BblAyMKaMu Hago Nepevtn K pas-
YMHO Y NPaBUbHO YCTPOEHHOMY, HEMPEMEHHO MpPKU y4acTum
3HaloWero NMOHEPCKyo cpeay Bpaya, narepto. He ynpatbl-
BaTb peb6AaT BO YTO Obl TO HW CTaJI0 B NanaTkax 1 Wwanawax, —
KOTOPbIX Mbl, KCTaTK CKa3aTb, HU CTaBUTb, HW yCTpanBaTb He
yMEeM, — A€ OHU U MOKHYT, 1 386HYT. Jlarepb B NOCTOSHHOM
3aKPbITOM MOMELLEHMM — BOT Ha YTO HYKHO AeprKaTb Kypc.
B HacTosilmMm o06pa3om OopraHM30BaHHOM flarepe npoyHas,
Xxopollas nanatka, ofHaKo, JOMIKHA HaWTW CBOE MECTO BO
BpeMS 3KCKYpCUM U T.M. <...> KcTaTh ckasaTb, OTHOCHUTENb-
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HO 3KCKypcuih M T.N. BcsKoe yBnevyeHue 3aecb “nobuBaHu-
€M peKopaoB” Ha pacCTosiHUE OO/MKHO OblTb PELIUTENbHO
oT6polueHo» [11].

MpuHAB BepHOe pelleHMe N0 MeCTy OTKPbITUA
W JanbHenweMy pasBUTUIO NMUOHEPCKOro nareps B Kpbimy,
3.MN. ConoBbeB B cBoeM jJoknage Ha Il Bcepoccuinckom
cbe3ge O6uectBa KpacHoro Kpecrta ykasbiBan Ha yBeNu-
YyeHue MolHocTh Apteka ¢ 80 mecT B 1925 . go 185 netom
1926 r. B pesynbrate yepes narepb Npowan rpynnbl AKO-
HepoB M3 MocKBbl, JleHnHrpaaa, lMoBomkbs, TaTapckown
pecny6anKK1, U3 oTaaneHHbIX MecT Ypana u Apyrux panoHoB.
3a caHaTopHbIM ce30H 1926 r. ApTeK NpuHan 5 cMeH aeten
obuwen yncneHHoctbto 875 yenoBeK, B 1925 r. Mx 4ucno
cocTaBfiano scero 320 4YenoBek.

YuuTbiBas gaHHbIX ONbIT, pag 06AacTHbIX OpraHu3a-
umn POKK CeBepHoro KaBkaza, Cubupwu, JleHuHrpaga
cTapanucb co3aaTb Yy cebs nogobHble caHaTopHble nare-
ps [10]. Mo gaHHbIM OT4EeTa NepBOro pyKosoautena ApTeKa
&.d. WnwmapeBa, B pe3dynbrate 0340POBUTENbHBIX Mepo-
NPUATUI, NPOBOAUMbLIX OTAbIXAIOWMM MUOHEPAM, CPEeAHSS
npubaBKa Macchl Tefla y HUX coctaBuna 1,5 Kr, reMorio6umH
yBenu4yusca B cpeaHem Ha 8%, a eMKOCTb IEFKUX — B cpea-
Hem Ha 300 mn, 4To cBMAETENLCTBOBANO 06 3PDEKTUBHOCTH
NPOBOANMbBIX MepPONpUaTUn [24].

B 2025 r. MexayHapoOHbl OETCKUM LEHTP «ApTek»
otMeTun ceon 100-neTHUn tobunen. 1o 6biN0 rpaHaAMO3HOE
cobbITHe, NOAYEPKHYBLLEE MPaBW/bHbIM BbIGOP 3MHOBUEM
MeTpoBnYEM HanpaBeHUS MO YKPEMIEHUIO 300P0BbS AeTeN
B ycnosusax Kpbima. MNponas CNoXHbIW U B TO e BpeMS cnaB-
HbIA NyTb Pa3BWUTUSA, cerofHsa ApTeK ABASETCH YHUKaNbHbIM
COLIMOKY/NbTYPHbIM NPOCTPAHCTBOM, MO3BOSOLLMM YCNELWHO
coyeTaTb NpoOBeAEHME Cpeaun nogpacTtalolero NOKoNEHUSs He
TONIbKO N1e4e6HO-0340POBUTENbHbIX, HO WU BOCMUTATENbHbIX
MEPONPUATUI, NpPUBMUBAIOWMX NOOOBb K PoauHe, cembe,
TpyAy, UCTOpPUYECKON NnamaTn [25].

YcnewHasa AesTenbHOCTb CNy»K6bl 340POBbS OHbIX MKO-
Hepos nNpu POKK Bo MHOrom 6bii1a 06ycnoBieHa nposeje-
HMEM C MOMEHTa ee COo34aHns pasnyHbIXx NpodunakTmye-
CKMX MEPOMNPUATUI, CTOPOHHUKOM U MHULMATOPOM KOTOPbIX
anancsa 3.I. ConoBbeB. CaHUTapHOE NPOCBELLEHNE BENTOCh
C Y4€TOM CaMoesATeNlbHOCTU MMOHEPOB, NyTEM BOBIEYEHUS
MX camMuX B 03[40POBUTENbHYIO paboTy. [TMoHepam NpuBHK-
Ba/lUCb MTMIMEHUYECKME HaBblKK, NPOBOAMAUCL Gecelbl Ha
o6LKnx cbopax, opraHM30BbIBaIMCb IKCKYPCUWU B TUTUEHN-
YyecKMe My3ew, ycTpanBainucCb CaHUTapPHbIe UHCLLEHUPOBKM
M NOCTAHOBKM CaHWUTapPHbIX Nbec, MPOBOANINCH KOHdEPEH-
LMK W MAEHYMbl CaHUTAPHbIX KOMWUCCUI, OTPSIAOB M KypChbl
OHbIX CaHWTapOB, OPraHM30BbIBA/IUCh BbICTABKMK MO OXpa-
He 340pOBbSi MUOHEPOB, 4acCTO BbINOMHABLUMECA CUIaMMU
camux MMOHEPOB, U T.4.

C KaxkablM rogomMm o6beM CaHUTAPHO-NPOCBETUTENBHOM
paboTbl cpeau NUOHEpPOB yBenuyuBancs. Ecnm B 1924-—
1925 rr. Ha o06WKx cbéopax ¢ NMOHepamu OblNo NPoBEAEHO
857 6ecen, 1o B 1925-1926 IT. UX YMUCNO YBENNYUIOCH
0o 4161. KonuyectBo 6ecef, NPOBEAEHHbIX 3a [AaHHbIN
nepuog caHMTapHbIMKU KOMUCCHUAMU, YBENUYNIOCH COOTBET-
CTBEHHO ¢ 734 o 2259.

MHOro BHUMaHua cnyxb6a 340PO0BbS OHbIX MUOHEPOB
yaensina caHUTapHO-NMPOCBETUTENbHOM paboTe C BOXKaTbIMU
B MocKkBe 1 Ha mecTax. Ha Kypcax U ceMuHapax BOXKaTbIX

BpayaMu cnyxo6bl 340poBba B 1924-1925 rr. 66110 npo-
BeJeHo 176 6eceq 1 nekuumn, a B 1925-1926 rr. nx ymcno
pocturno 1062.

CaHuTapHO-npocBeTUTENbHaa paboTa C poauTensamu
noBblllanacb He TO/IbKO KOMMYECTBEHHO, HO U KayeCTBEH-
HO, TaK KaK 6€e3 MX y4acTUsi HEBO3MOXHO MPOBOAUTL AETSM
MHOrMe 0340pOoBUTENbHbIE Meponpusatus. KonnyecTBo
6ecen ¢ poautenamu B 1924-1925 rr. cocrtaBnsno 88,
a B 1925-1926 IT. nX YMC/I0 BO3POCIO yXKe A0 247.

BpayebHo-npodpunakTM4ecCKMMM KabuHeTaMu U nep-
BMYHBLIMW MYHKTAaMW MMOHEpam MNPOBOAWIUCE MEAMLMH-
CKMe 06cnefoBaHus, Ha KOTOPbIX BbISBASAUCH GONbHbIE
W HyXpaawumecs B crneymanbHon nomouwm. JaHHbiX geten
HanpaBnaan B Ne4YeBHble y4YpeXaeHUs K cneuuanncram
M B AETCKMIN caHaTopui. B 1924 -1925 rr. 66110 NpoBeAeHO
22 125 MeaMUMHCKMX OCMOTPOB MWOHEPOB, a B 1925-
1926 rr. ux yncno yesennyunnocb o 125 838. B npouecce
MEeONLMHCKNX OCMOTPOB BbiiBAeHO 30 273 60/bHbIX, U3
KoTopbix 7938 HanpaBuau K cneuunanuctam. o pesynbra-
TaM MEeAMLMHCKMX OCMOTPOB BOXaTblM AaBafMCb yKala-
HWS, @ BpayamMu NPUHUMANUCb KOHKPETHbIE Mepbl K ypery-
NMPOBaHMI0 pexnma ang nuoHepos [10].

Ewe ogHMM BaKHbIM HanpaBneHueM B npodunaxktnye-
CKOW paboTe crneunannuctoB CiyxObl 340POBbSA OHbIX MMUO-
HepoB aBAsnacb NybnMKauuoHHas M pedakuMoHHO-u3aa-
TeNbCKas OeATeNbHOCTb. YXKe K cepeaunHe aHBaps 1925 .
OHM pas3paboTanu CaHWTapHyl0 KapTy M Havyanu usgasBaTb
ofHoAHeBHyto razety [16]. Bcero B 1925 r. umu 6bino
nsgaHo 200 TbIC. CAHUTAPHO-MPOCBETUTENBCKMUX MMOHEPCKNUX
nnakatoB 1 15 Tbic. namaToK [17]. B 1926 r. 6b1/10 nepeuns-
OaHo 15 TbiC. 3K3eMMNISPOB JIETHEr0 NMMOHEPCKOro nnakaTta
«TBO€ 3[0pOBbE B TBOMX PyKax», M3aaH 3UMHWK BapuaHT
OJHOMMEHHOr0 nnaKkarta B KonunyvectBe 15 TbiC. aK3emnng-
poB 1 6polutopa «<APTEKOBCKUIM Nnarepb» B Konn4yectee 3 TbiC.
3K3emnnapoB. Bpauu cnyxbbl 300poBbA B MoOCKBe Mnpwu-
HAM y4acTMe B M3gaHuM COOpHMKa N5 BoxaTbix «Jlareps
IOHbIX NMMOHepoB 1926 r.». B nepnoan4yecKkon NMOHEPCKOW,
KOMCOMOJIbCKOWM M 06LLeN nevyaTtu Nny6anKoBanncb ctaTbM Mo
pa3nnyHbIM BOMPOCaM OXpaHbl 340POBbS MMOHEPOB M O NMMO-
HepPCKUX narepsx. bbln NoAroToBAEH K neyaty KaneHgapb-
namsTka o 340poBbe nNnoHepa [10].

Ana noBbiweHns adOEKTUBHOCTM paboTbl Cy*KObl 340-
poOBbS lOHbIX MUOHepoB 3uHoBWMK [leTpoBmny ConoBbEB
60/blWOe BHUMaAHUE YAENSAN BbIIBAEHUIO U UCKOPEHEHUIO
MMelrLwmnxes HegoctatkoB. Tak, Ha || BcepoccuiicKoMm cbes-
ne O6uwectBa KpacHoro Kpecta oH B cBoeM foknaje
yKasas, 4TO HEKOTOpPble KOMUTETbI HE MOSIHOCTbIO YACHUN
cebe cmbICh, Lenn 1 3agadun cny>obl 340pOBbS U CINN ee
paboTy C OpraHuM3auusaMu 34pPaBOOXPaHEHUS; B HEKOTO-
pbiX MecTax oTMeYanncb HeMpPaBUIIbHbIA YKIOH B CTOPOHY
MacCoOBbIXx 06cnegoBaHMM M OTXO4 OT MAccoBOW 0370-
poBuUTENbHOW paboTbl; B psae clyvyaeB paboTa nepBuy-
HbIX MYHKTOB GblNa OpraHM30BaHa HeyaoBAETBOPUTENBHO,
BCNEeACTBME Yero OHa He Mofb30Banacb MOMynspHOCTbIO
y Hacenenus, n 1.4. [10].

Ha ocHoBaHuK Bblweawero B ceeT 25.06.1928 T[lo-
ctaHoBneHuns LIK Bcecoto3HOM KOMMYHUCTMYECKOW NapTuu
60NbLIEBMKOB U C YH4ETOM BbISIBNEHHbIX B paboTe HegocTaT-
KoB LUK POKK HameTun Meponpusatus no pasBUTUIO CYKObI
3[10POBbS IOHbIX MMOHEPOB: NPWU PaCLUMPEHUU CETU NEPBUY-



HbIX MYHKTOB KaK Hanbonee »M3HeHHOW GOopMbl 0340POBU-
TeNbHOM paboTbl Cpean HHbIX MMOHEPOB HEOGXOANMMO B3SATb
Kypc Ha 60MblIMK OXBaT MUOHEPOB AEPEBEHCKUX OpraHu-
3auui, B TOM YUChie MCNonb3ys ANs 3TOr0 rOPOACKYK CeTb
NEePBUYHbIX NMYHKTOB B KPYMHbIX MPOMBbILWAEHHbIX FOpoAax,
rae LOCTaTOYHO LWWMPOKO pa3BuTa CETb OXpaHbl 340POBbS
JeTen; NpW KaxKAOM MEepBMYHOM MYHKTE 3a CYeT CPeacTs
06LLECTBEHHbIX OpraHM3aLni pasBepHyTb NO OAHON JIETHEN
njouagKke Kak Hanbonee AoCTyrnHom dopme 0340pPOBUTENb-
HOM paboTbl MO MPOCTOTE M [AEWEBU3HE WX OpraHu3aluu;
oTMeuYas ObICTPbIM POCT CaHaTOPHbIX Narepen, Heo6xoaAMmMo
BCAYECKM CO CTOPOHbI LEHTPa M MEeCT MoAAepuBaTb 3Ty
HoBYO dopmy paboThl [19].

MpaKkTnyeckn o camon KoH4uuHbl 3.I. ConoBbeB Ben
aKTUMBHYKO paboTy MO COBEPLUEHCTBOBaHMUIO CNy*K6bl 340-
pPOBbS IOHbIX NMMOHEPOB. Ha ovyepefHOM 3acefaHuu nNpesu-
avyma LK POKK 25.07.1928 0oH BbICTYNWA C NpeanoxeHnem
CPOYHO MPUCTYNUTb K pa3paboTKe MeponpuaTuin no yrnyoéne-
HUIO JaHHOW AesaTenbHoCcTH [26]. OgHako yxe 06.11.1928
3uHoBuK [leTpoBMY CKOHYancsa. B 310oT geHb Ha 3acega-
Hun npesuamyma UK POKK 6bi1o 3acnywaHo cooblieHne
H.A. Kocta o cmeptu npeacepatens UK POKK 3.1. ConosBbeBa
W MPUCYTCTBYIOLLME MOYTUIN €ro NaMsATb BCTaBaHuem [27].

MNMoxopoHeH 3uHOBMI MeTpoBMY Ha HoBOAEeBMYbEM Kaa-
6uwe B MocKBe. Ha ero namatHWKe caenaHa HaAanucb:
«OcHoBaTenb nepBoro BcecolosHoro nmMoHepcKoro nareps
“ApteK” B 1925 roay». JaHHbI daKT HaArnsagHoO cBUAETENb-
CTBYET O TOM, YTO MaBHbIM PE3yNbTaTOM ero MHOMOrpaHHoM
TPYAOBOW OEATENbHOCTU 6bII0 CO3AaHue CnyxO6bl 340POBbS
IOHbIX MUOHEPOB, OTKPbLITUE MUOHEPCKOro nareps «ApTek»,
COXpaHeHUWe 1 yKpenieHre 340poBbs NOApacTatoLLero noKo-
JIEHUs B Hallen cTpaHe [28].
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Bknap apetckux 6onbHuy MockBbl B [lo6eay
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CraTtbs nocasilyeHa paboTte AeTCKnx 601bHUL MocKBbi B rogbl Beankoi OtedecTBeHHOM BOKHbI 1941—-1945 rr. CoTpyaHUKM
negmMaTpmU4eCcKuX cTalymMoHapoB reponMYeCcKn cpakaincb Ha GpoHTe. Ha 6ase Tpex KpyrHbIX 4ETCKUX 60J1bHUL Obl/IN pa3Bep-
HYTbl 3BaKorocrnutaau A5 Je4eHns paHeHbIX U 60J1bHbIX BOEHHOCYKaLUMX M IPaxAaHCKOro HaceseHus. Ha npoTsxKeHnu
BCEeW BOVHbI, JaxXe BO BPeMS 0CagHOro rnoJioXKeHUsi 0CeHbto n 3numon 1941 r., aeTckue 60/bHULbI CTOAMLbI MPOAOIIKAIN
OKa3blBaTb NMOMOLLb HaceneHuo. MeanLmnHCKne paboTHMKKU obecrieymnBau NoMOLLbIO MOCTPpaAaBLUMX NPY 60M6apANPOBKaX,
3alumiyann MHOPacTpyKTypy ropoda, TPYAUIUCE Ha CTPOUTENILCTBE OOOPOHUTESIbHbLIX Py6eEXeH, 0bydasin CaHUTapHbIX ApY-
XXUHHUL. B cTatbe npoaHaam3upoBaH BKIaL COTPYAHMKOB AeTCKMX 60/1bHUL MocKBbI B [1obeay Had ¢alum3mMom.
KnioyeBble cnoBa: Bennkass Ote4yecTBeHHasi BOVHa, AE€TCKME 60/bHMLUbI MOCKBbI, OXpaHa [AeTCTBa, 3BaKOrocrnurasu,
CnepaHckuit . H.

Ansa yntupoBarHus: Lenkosa B.H. Bknag aetckunx 6onbHUL, MockBbl B [o6eay B Benvkon OTevecTBEHHOW BOWHe. Bornpocki
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MNo6epa CoeTtckoro Coto3a B Bennkon OtevecTBEHHOM
BOMHE CTana cobbiTEM, ONpeaenvBlIMM Cyabby 4YenoBe-
yeckon uuBunusauyuu. Mo npowectsun 80 net ee BAUS-
Hue Henpexoaswe. Ctonuua CCCP, ropoa-repoit MockBa,
cbirpana Kal4eByto posib B pa3rpomMe ¢allnCTCKUX 3axBaT-
4YMKOB. [OTPEe6GHOCTb B WM3Yy4EHWMU WM BCECTOPOHHEM pac-
KPbITUX NoaBUra MeauvLMHCKUX PaboTHMKOB MOCKBbLI Ha
$poHTax 1 B Tbl/ly Bo3pacTaeT. B nepnoa 60eBbIX AENCTBUI
[eTN ABNSAIOTCA OJHOWM M3 caMblX YS3BUMbIX KaTeropum
HaceneHus. OxpaHa nojpacTalollero NoKoieHUs B roabl
BOMHbI cTana ¢GaKTopoM Mocneaylowero ycrnewHoro pas-
BUTUS Hawewn cTpaHbl. OKasaHve KBanndULMPOBaAHHOM
MEANLIMHCKOM MOMOLM AETAM — PaHEeHbIM U 60NIbHbIM —
B YCNOBUSIX NPeAenbHO OrpaHnyYeHHbIX pecypcoB npeacras-
NeT cob0om 6eCLEeHHbIN UCTOPUYECKUI ONbIT, YPE3BbIYANHO
BOCTPe6OBaHHbIW B HALLW OHW.

3a roabl COBETCKOM BnacTu nepen Havanom Benukown
OTeyecTBEHHON BOMHbI MOCKBa CTana BeayliMM LEeHTPOM
oxpaHbl geTtctBa B CoBeTckom Coto3e. 3aech pabortanu
roNoBHble NeanaTpUyecKue MWHCTUTYTbl — BCECOI3HbIN

Vera N. Shelkova

(MHCTUTYT Nneanatpun HapkomsgpaBa CCCP) n Bcepoccuit-
cKkum (UeHTpanbHblM Hay4yHO-UccnenoBaTebCKUM neau-
aTpuyeckut MHCTUTYT Hapkom3agpaBa PCPCP). Momoulb
[LEeTAM OKa3sblBanu B KIMHMKax y4ebHbIX U UccnegoBaTeb-
CKMX MEAMLMHCKMX MHCTUTYTOB. Ha cTpayke 340pOBbS IOHbIX
MOCKBUYEN CTOSIN TPU KpynHble GONbHULbI, AENCTBOBAB-
lWMe ¢ AOPEeBONOLMOHHOrO nepuoaa: [letckas 60MbHU-
ua um. H.®. dunatosa (6biBwas Codwuiickas), lNepBas
06pasLoBas geTckasa 60bHMLA (paHee U B HacTosiLiee Bpe-
mMa — Mopo3goBcKas) u [leTckas 6onbHULa M. U.B. PycakoBa
(paHee u cenyac — caToro Bnagumupa). OTKpbiTasa B 1938 .
Ha 6a3e ne4yebHO-MefarorMyecKoro KombuHata ang 6ec-
NpU30pHbIX [leTckas BpemeHHas UMHPEKUMOHHas 60nbHU-
ua N2 9 um. @.9. [3epxMnHCKoro KpacHonpecHeHCcKoro
panoHa (cenyac HocuT ums akagemuka .H. CnepaHcKoro)
daKTnyeckn ctana MHOronpoduabHbIM CTalMOHapoOM ropoa-
CKOro 3HayeHus. B MockBe genctsoBan psi MOHONPOPUIIb-
HblX CTaLMOHapPOB (415 TPyAHbIX AeTer, WHOEKUMOHHbIX,
TYGEpPKYNEe3HbIX U Ap.) U AETCKUX OTAENEHNIN B3POC/bIX 60/b-
HULU. O6WMN KOeYHbIn OHA TFOPOACKMX neanaTpuyecKux

Children’s City Clinical Hospital No. 9 named after G.N. Speransky, Moscow, Russian Federation

The Contribution of Moscow Children’s Hospitals to the Victory
in the Great Patriotic War

This article is devoted to the work of children’s hospitals in Moscow during the Great Patriotic War of 1941-1945. Employees of
pediatric hospitals heroically fought at the front. Evacuation hospitals were deployed in three large children’s hospitals to manage
wounded and sick soldiers and civilians. Children’s hospitals in the capital have continued to provide all the help to the population
during the continuance of the war even during the state of siege at the fall and winter of 1941. Health workers provided assistance to
victims of the bombing, defended the city’s infrastructure, built defensive lines, and trained sanitary vigilantes. This article analyzes the
contribution of Moscow children’s hospitals employees to the victory over fascism.
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CTaLMoHapoB cocTaBnsan okono 2750 KpoBaTen. B nepuogbl
3NMAEMMONOIMYECKOrO NogbeMa 3ab60MeBaEMOCTU KMULIeY-
HbIMWU U pecnupaTopHbiMKU MHOEKLMAMU pa3BopavMBaInCh
BPEMEHHbIE CTaLMOHapbl, AN KOTOpbIX npegycmaTpusancs
Ka[poBblv pe3epB Bpayen [1].

M3MEeHeHUsT B XM3HU MOCKOBCKMX AETCKUX OONbHMULL
HacTynuau ¢ nepsbix AgHen Bennkon OTe4ecTBEHHON BOWHDI.
BoeHHO0653aHHbIE COTPYAHUKU-MYKUYUHbI NPU3bIBAIUCH
B apMuio. MHorne oTnpaBnsnnucb Ha GpPoHT 4oO6pPOBOsbLA-
MWU. Cpean HUX OblNO MHOIO XKEHLWWH — Bpayen U meau-
LIMHCKKX cecTep [2]. B apmuio 6611 Npu3BaH rnaBHbIM Bpay
Jdetckon 6onbHUUbl N2 9 um. D.3. [13epxUHCKoro Edum
NleoHTbeBUY [yTepmaH (1898-1975) (puc. 1). B aBrycte
1941 r. oH 6bla1 HA3Ha4YeH Ha4yaNbHUKOM BOEHHO-CaHUTapHO-
ro noesaa N2 204. Manop MeanuMHCKON cny»6bl [yTepmaH
yaocToeH opaeHa KpacHon 3Be3abl, meganu «3a nobeagy
Hag fepmaHuen» n apyrux Harpag. flocne BOWHbI OH BHOBb
BO3rnaBmn 60/bHKMLY, KOTOpas cTana OAHWUM U3 Ny4Ylux cTa-
uMoHapoB MocKBbl [3].

MocKBa Hayana »WTb MO 3aKOHAM BOEHHOr0 BpeMe-
HW. Bce cTaumoHapbl onepatMBHO MPUHAAW AOMONHWUTENb-
Hble 3alluTHble Mepbl.
Ob6ecneynBanacb Hagex-
Hasa  cBeTOMacKMpOBKa.
YKpbITUS  060pyao-
Banucb 6om60- M raso-
yb6exulla, Ha 4epaakax
co3faBaNuCcb 3anacbl nec-
Ka W BOAbl ANS TyweHus
3axuratesnbHbix 60mM6. HTo-
Obl n3b6exatb CKOMIeHUs
neten B OOHOM Kopnyce,
YyacTb NauMeHToB 60/bHU-
ubl Um. @.3. [13epHMUHCKOro
nepeBenu B AETCKUK Kyo.
O6opyaoBaB [A0OGPOTHbIM
NPOTUBOMOXKAaPHbLIKN BOAO-
em, B 6eceje ¢ MU3BECTHbIM
ypHanuMcTom Anbodpe-
nom Kypennon B aBrycrte
1941 r. COTPYAHMKMK CTaLun-
OHapa LWyTuaW, 4To nocne
BOWHbI pas3BeayT B npyay
Kapacen. Takon Henokosne-
6umon 6bina Bepa B nobe-
Oy Y)Ke B Hayane BOWHbI.

K OCHOBHbIM 06%3aH-
HOCTAM MEeAMLMHCKKUX pa-

Puc. 1. Edvm JleoHTbEBMY
[yrepmaH (1945)

Fig. 1. Efim Leont’evich Ona
Guterman (1945)

MNcToYHuK: Upkuneaums.ru.
SHLMKNIONEeAUs U HOBOCTH
MpuaHrapbs: Be6cant [3].
Source: Irkipedia.ru.
Encyclopedia and news of the
Angara Region: website [3].

Puc. 2. Pa3pyweHne aetckon 60nbH1LbI. MockBa. 1941 rog
Fig. 2. Destruction of children’s hospital. Moscow. 1941

UcToyHumK: CobpaHne PoccMMCKOM rocyaapcTBEHHOM 6GUBAMOTERM [7].
Source: Collection of the Russian State Library [7].

60THMKOB A06aBMINCL OEXYpPCTBa B cCOCTaBe nogpasgene-
HWUM MECTHOW MPOTMBOBO3AYyLWHON 060poHbI (MIMBO). Bo
BPEMS CUrHaNOB BO3AYyLIHOW TPEBOrM Bpayu, MeACcecTpbl
M CaHUTApKM OMepaTMBHO Bbl€3XKaiu W CaMOOTBEPIKEH-
HO OKa3blBa/iM MOMOLLb MOCTPajaBWMM ropoxaHaM. Tak,
coTpyaHuLUbl eTckon 60nbHULbI UM. P.3. [13epHMUHCKOro
Bpay ApxapoBa ¥ MeacecTpa HapaoBa BblHECIW U3 rops-
Wero 3aaHusa HECKOSIbKMX MOCTpajaBLUMX M AOCTABMAM WX
B MeOuUMHCKoe ydpexaeHue [4]. PerynapHo OexypuBLLMH
nepcoHan craumMoHapoB 6bICTPO Hay4ucs 06e3BpeXNBaTb
3aXkuraTesibHble 60M6bl, U BCKOPE OHU «yXKe He Urpanu Ton
ponK, KaK B nepBble AHW HanaaeHus» [5].

COTpyOHMKM AETCKUX cTaunmoHapoB MOCKBbI MposiBU-
TN CaMOOTBEPIKEHHOCTb MPU BapBapCKUX 6omMbapaMpoB-
Kax. Bo Bpemsi caMblX KpynmHbIX aBMaHaneToB Ha CTOAMULY
22-24 wviona 1941 r. atake nogsepriavce Nepsas o6pasuo-
Bas AeTcKas 6onbHULA U 6onbHULA M. H.®. dunatoBa, roe
HaxoAuNUCb Ha e4eHnn cooTBeTCTBEHHO 650 n 250 aeten
(puc. 2). Moag orHem QaLWIMCTCKUX CaMONETOB COTPYAHMUKM,
KaK, Hanpumep, cectpa 8-ro otaeneHus Nepsor 06pa3LoBom
60/1bHMLbI KonecHWKoBa, TYLWWAW Ha Kpblllax 1 cépacbiBanu
Ha 3eMJto 3axuratesnbHble 60MObl, MONBANK 34aHUA BOOOW
M3 LWNAHroB. ANeKTPOMOHTEP 60/bHULbLI M. H.P. dunaTtoBa
BbnnHoB 6bLICTPO 3abpasnicad Ha 3aropeBLUMKCS YepaaK Kyx-
HU M TMKBUAMPOBAN HadyaBluMKcA noxap. bnarogaps cna-
EHHbIM aencteusam 6oruos MIMBO, gexypHOro u CpoyHo
nNpu6bIBLLIErO MEPCOHaNa HUKTO M3 IOHbIX NaLMeHTOB 60/b-
HUL, He nocTpagan. ABMaHaneTbl Ha MOCKBY NpoaoKan1cb
0o 4 auBaps 1942r. [5, 6].

dalLnCTCKME CTEPBATHUKM paspyluanu Kopnyca, NoBpex-
[anv OKHa U CUCTEMbI XM3HEOBeCneYeHus, yHU4ToXKanum o06o-
pyaooBaHue U MmeauMkameHTol [5, 7]. Ho nocneacteus yaapos
ObICTPO NIMKBMAMPOBANUCH MepcoHanom. JleyebHblM npo-
Liecc B EeTCKUX 6oNbHMLAX He NpepbiBancs. Y4acTBoBaBLIas
B CNaceHWn aeten caHutapka NepBon 06pa3L0BON AETCKOM
605bHUUbI JI.M. AHHEHKOBa B CBOEW peyu Ha aHTUdAaLLUCT-
CKOM MUTUHIe MeAULMHCKMX paboTHMKOB MOCKBbI 21 ceH-
TA6ps 1941 r. cBMAeTENbCTBOBANA, YTO «Mbl <...> CYMTAEM
cebq MOB6UIM30BaHHbIMU C MEPBLIX AHEN BOMHbI U paboTa-
€M B Tblly, KaK Ha nepenoBbix no3uumax» [6]. O myxecTse
ntofen, roToBbIX NOXKEPTBOBATb COO0M A9 CraceHus aeTen,
y3Hana BCS CTpaHa. Pab6oTa CTOMMYHbIX NeauMaTpUyecKux
CTauMoHapoB 6blla OTMeYeHa HaApPKOMOM 34paBOOXpaHe-
Hua [LA. MutepeBbiM B lMprkase N2 107 ot 30 uiona 1941 r.
MHOrmMe mx coTPyaHUKKU BbIIN YAOCTOEHbl NOYETHbLIX 3BaHUM
W HarpaxaeHbl npemusamu [5, 6].

M3-3a 6bICTPOro npubauxKeHus Bpara ¢ 1 uonsg no
15 Hosi6psa 1941 r. u3 MOCKBbI NMpoBOAMAACh 3BaKyaLus
neten mnagwe 14 net. bBbinn BbiBE3eHblI 0KOO 250 ThicAY
pebaT [8]. Bpauu n MeamuMHCKMe cecTpbl NeanaTpuyecKmx
CTalMOHaApPOB COMPOBOXAaNM OpraHM30BaHHblE [EeTCKue
KONNIEKTUBDI (AOMa pebeHKa, Acnu, AeTcaabl U WKObI) B ry-
60OKMI TbiN. B CBA3K C yMEHbLUEHMEM AETCKOro HaceneHus
Koe4HbI GOoHA neanaTpuyecKmx cTalmMoHapoB Obln COKpa-
weH. TpaBMNyHKT [leTcKkon 6onbHMubl MM. H.®P. dunatoBa
Hayan oKa3blBaTb MOMOLLb 1 B3POCbIM [5].

OgHako MHorue getm octanucb B ropoge. OgHon M3
BaXHEMLWMX 3afay, NOCTaBMEHHbIX Mepes MeanKamMu BO
BpPEMS BOMHbI, CTaln BCECTOPOHHSASA NpoduiaKTMKa pacnpo-
CTpaHeHUS MHOEKLUMOHHbIX 3ab60oneBaHu U HegonylleHne
NMPOHUKHOBEHUSA UX B BOMCKa. B 1941 r. B MOCKBE CNOXMU-
flacb HanpsiXeHHasa anuMaeMuyeckas o6CTaHOBKa MO KOpW.
PacnpocTpaHeHuio MHOEKUNM cnocobCcTBOBANO CKomMe-
HMe 60NbLIOro YMCNa NAEN Ha CTaHLUMUSAX METPONOUTEHA,
MCMNONb30BaBLUIMXCA Kak 6oMboybexulla. Bece 3abonesluve
KOpblo noanexanu obsa3aTtenbHON rocnutanusaunn. Nepea
Bpadamu [etckon 6onbHuLbl UM. H.®. dunaTtoBa, oKa3bl-



BaBLUMMM MOMOLLb AETAM Ha CTaHUMKM MeTPO «MasikoBCKas»,
cTosila 3ajayvya He [OMNyCTUTb KOHTaKTa YKPbiBaBLUMX-
ca B ybexule c netydumu uMHobekuuamu. pu ocmoTpe
CNyCKaBLIMXCA B ybexulle aeTen neauaTpbl HanpaBis-
M 6ONbHbIX MHOEKUMSAMKU B CTaLMOHapbl, COMATUYECKMUX
60/1bHbIX pa3Mellanu B BaroHax, a 340poBbIX AeTen C MaTe-
paMn — Ha nnatdopmax. Bo Bpemsa AeXKypCTB Ha CTaHLMAX
METPO MEeAWMKM opraHu3oBanu Ans AeTer paHHero BO3-
pacta mosiodHoe nuTaHue (puc. 3) [9]. Bo Bpems Benukown
OTe4yecTBEHHOM BOWMHbI B MOCKOBCKOM METPO POAMIUCH
cBbllwe 200 mnageHues [5, 8].

CaMbiMW  TSXKENbIMW AN CTOAMUbI  CTanM  OCEHb
n 3uma 1941 r. dawnctbl NPUGAU3UNNCL HA paccTosiHWUE
30-50 KunomeTtpoB. 3aKpbiBanucb nNpeanpusatms, paboTt-
HWUKKM Mmonyy4anu pacyeT. CnewHo CHKUraancb AOKYMEHTHI.
18 oKT6ps ocTaHOBMNOCH MeTpo. [MocTaHoBNeHMem N2 813
[ocynapcTBeHHOro KoMuTeTa 060pPOHbI 19 OKTA6PA B MOCK-
BE BBENMW ocafHOe nonoxeHue. TpeBoxHaa HeonpeaeneH-
HOCTb M BO3MOXHasa cAavya MOCKBbI Nobyxaaam CPOYHO
NMOKMHYTb ropoA. TaKylo BO3MOXKHOCTb MOAYYUAN COTPYAHM-
KW MeaydypexaeHun, MMeBlIMe OeTen, a TaKKe XKenaBlume
BblexaTb MO COCTOSIHUIO 300pO0Bbs. OcTaBlimnecs paboTHM-
KW MPUCTYMWAM K 3aroTOBKEe APOB, YTEMNEHWUIO MOMeLlle-
HUWA K 3MMeE, KOHCEpBaLMKU MEAMULMHCKOro 060pyaoBaHUS.
YacTb nepcoHana 6blna HanpaBneHa Ha 060POHUTENbHbIE
paboTbl. TaK, KONNEKTMB KOMOWHaTa [eTCcKoW 6O0NbHULbI
M. H.®. dunatoBa cokpatunca ¢ 850 no 200 yenosek. Ee
COTPYAHWKK y4acTBOBanM B CTPOWUTENLCTBE OBGOPOHWTENb-
HbIX py6exKen Ha ydacTke «TywmHo» [5].

MocKBa npeBpaTunacb B BOEHHbIN narepb. MNapk 60/b-
HUUbI UM. H.®. drnaToBa nepeceknun Wenn-ykpbiTus, 3aechb
pasmMecTunachb apTuiepUincKas YacTb ¢ aspocTaToM. M3-3a
COKpalleH1sl AETCKOro HaceneHus ropofa B KOHLEe OKTH6-
pa 1941 r. pag negnaTpUYEcKUX Yy4YperKaeHun nepenpo-
dunupoBanu. [leten B TAXKENOM COCTOSAHUM M3 OOJbHUL,
M. H.®@. dunatoBa 1 d.3. [I3epKMHCKOro nepeBenu B apy-
rMe ctaumoHapbl. ITM 60bHULBI Ha4Yaan CPOYHYI NOArOTOB-
Ky K npuemy B3pocnbix [5, 10].

COTPYAHWMKM CTOMMYHbBIX NeauMaTpUYECKUX CTalMoHapoB
B NOJIHON Mepe UCMbITann TPYAHOCTU XKU3HU B OCaKAEHHOM
ropoge. Ha »eHckue nneyn GONbLIMHCTBA M3 HUX Nernu
TSXECTb NOTEPb, My4UTENbHAA HEU3BECTHOCTb B OTCYTCTBME
CBEeAEeHUI O BOIIOLWMX M NONaBLUMX B OKKYNaLuio GIU3KUX,
TpeBora o 6yayuiem OtedectBa M MockBbl. Kak n gpyrue
MOCKBWYM, COTPYAHUKN BONbHUL, NEPEXMUAN AedULMUT Npo-
[LOBOJIbCTBUS, CTECHEHHOE MPOXKUBAHWE B HEOTAMNIMBaAEMbIX
nomeLlleHmsax. Ho OHW He APOrHYIN M JayKe B CaMble TPEBOX-
Hble JHW NPOAOKAAM OKa3blBaTb NOMOLb AETAM.

KonoccanbHoe BO3AENCTBUE Ha KUTeNnew CTOoNULbI
oKkaszano BbictynneHne WU.B. CtannHa Ha TOPXKECTBEHHOM
3acegaHum MoccoBeTa 6 Hos6pa 1941 r. B ropoae yxe
chblWwanacb apTuiiepmMmncKkaa KaHoHaga, dallmucTCKue crep-
BATHMKM pBanucb K MockBe. Peub BepxOBHOro rnaBHOKO-
MaHAyloLWwero Bcenunna B noaen yBepeHHocTb. COTpyaHMKHM
[eTtckorn 60nbHULbI UM. H.®P. dunatoBa BCnoMuHanu: «3tu
He3abblBaeMble Yacbl Janau HaMm CWMbl... U Mbl B 3TOT
MOMEHT nepepoannncb». OHW BOCMPUHSAAN CNOBa rMaBbl
rocyfapcTBa Kak «4eTu, pagyloLlimecs BO3BpaLLeHNIO poau-
Tenew» [5]. Ctano ficHo, 4To MOCKBa He caacTcs Bpary Hu
NPU KaKknx YCIoBHUAX U dalLnCTbl 6yayT M3rHaHbl U3 CTPaHbI.
Takas aMoLMOHaNbHasa OUeHKa KaK O6bl Mexay CTPOK yKa-
3blBaeT Ha WMMEBLUYID MECTO HeonpeaeneHHOCTb CcyabObl
CTONULbI B T€ FPO3HbIE AHM.

4 pexka6bpsa 1941 r. MOCKOBCKMI ropoACcKONW oTaen sapa-
BOOXPaHeHMa u3aan npukas o6 opraHu3auuMm Ha 6Gase
Nle4ebHbIX YYPEXOEHUN ropofa 3dBaKyalMOHHbIX rocnuTa-
nen. B 3TUX TblNOBbIX NEeYEBHbIX YYPEKOAEHUSX OKa3blBa-

Puc. 3. bomboybexulie Ha cTaHumuK MeTpo «MaskoBcKas». Paznada
MOJIOKa

Fig. 3. Bomb shelter at the Mayakovskaya subway station. Milk
distribution

McTouHuK: Russiainphoto.ru — Wctopusa Poccun B potorpadusx [9].
Source: Russiainphoto.ru — The history of Russia in photographs [9].

flacb NOMOLLb PaHeHbiM M 6GO/IbHbIM BOEHHOCHYXKALIUM,
a npu HeobXx0AMMOCTM — W TpaXAaHCKOMY HacCeNeHMuIo.
OBaKorocnurtanuM Haxogunucb B noa4ymHeHun Hapkomsgpa-
Ba M 060pyaoBanuCb 3TMM HapKoOMaTtoMm, a MX MPOAOBOSb-
CTBEHHOE CHabXeHWe ocyllecTBASN0Cb HapoaHbIM KOMMC-
capuatoM 060poHbl. Bcero B ctonuue B nepuoa Benunkon
OTeyecTBEHHON BOWHbI AencTBoBano ot 37 po 47 3Ba-
Korocnutanen. Mx mMakcumanbHas BMECTUMOCTb BMecCTe
CO cneuuanbHbIMM ONEPATUBHbIMU KOMKaMU ANs nevyeHus
BOEHHOCNYXalux coctaBuna 27 500 mecT.

[ocnutann opraHM3oBann B TPEX MOCKOBCKWX GOMbHU-
uax ana geten. B MepBon 06pa3u0BOM AETCKOM 60NbHULE
(aBakorocnutanb N2 5007 Ha 650 KOeK, HayalbHUK —
M.IM. MorunbHUUKUI) 1 B 6onbHULE UM. H.®. PunatoBa
(aBakorocnutanb N2 5006 Ha 450 KOeK, HayalbHUK —
rnaBHbIK Bpay 601bHULBI A.B. Yy4YKunH) JO OKOHYaHUS BOMHbI
OHM paboTann COBMECTHO C neavaTtpuyecKnumu crauuoHa-
pamu. B Jetckon 6onbHuLe N2 9 num. d.3. [I3epKUHCKOro
¢ 1 pekabpsa 1941 no 1 Hoabpsa 1942 r. penctBoBan
aBakorocnutanb N2 5009 Ha 425 KoeKk (HavalbHUK —
C.A. MupKnHa). Bce oHM OKa3biBanuM MOMOLLb NpWU nopa-
YEHUAX KOHEe4yHoCTeW, a rocnutanb Ha 6a3e OO0NbHULbI
UM. H.®. dunatoBa — 1 BOEHHOCYXKALLUM C MPOHUKAIOLLN-
MU paHeHUaMU TPYAHON KNeTku (puc. 4) [11, 12].

OBaKorocnuTann, pa3BepHyTble B Ne4EOHbIX YyYpex-
[eHusXx, umenu npeumyuiectea. Mx cpopmupoBaBLlunecs
KONNIEKTUBbLI MOIM ObICTPEE MNPUCTYMWUTb K BbIMOIHEHUIO
3aga4y M 006y4YnTb HOBbIX COTPYAHWKOB. B BOeHHOE Bpems
60/1IbHULbI M FOCMUTaNM UCMbITbIBaNW aedbuumnt KBanuduum-
poBaHHOro meanepcoHana [5, 11]. Beicokas noTpebHOCTb
B XMpyprax pelanacb CpOYHbIM nepeobyyeHnemM Bpayen.
Mocne 100 yacoB MNepenoaroTOBKM Bpayu Hexupypruye-
CKMX creunanbHOCTEN JOMKHbI 6bln ObiTb FOTOBbLI K paboTte
B onepaLuMoHHom [13].

[ns noaroToBKM cpefHero meanepcoHana npu AeTCKUX
6onbHUUax Um. H.®. dunatoBa 1 @.3. [13epKUHCKOrO Aew-
CTBOBa/IM CECTPUHCKME WKOSbI. YCKOPEHHbIN Kypc NOAroTOB-
K1 MeacecTep nocne cemuneTHero o6pa3oBaHus cocTaBnan
10 mecsaueB. Ha o6yyeHne MOMM NPUHATbL M C HEAOCTATON-
HblM 06pa30BaHMEM M3-3a@ OCTPOW HyXAbl GPOHTa M ThiNa
B MeanepcoHane. oarotoBneHHble MEACECTPbl HyXKAannchb
B MNPaKTU4eCKoM 06y4eHMU Ha paboyem MecTe Y OMbITHbIX
Konner [14]. B ne4yebHO-NPOOUNAKTUYECKUX YUPEXAEHUAX
MOCKBbI WIMPOKO NMPaKTUKOBAMCh KYPCbl NMOBbIWEHNS KBa-
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Puc. 4. [letckas 60nbHMLa M. H.®. dunatoBa. MNprem paHeHoro

B 3aBakorocnutanb N2 5006

Fig. 4. N.F. Filatov Children’s City Hospital. Admission of a wounded
to evacuation hospital No. 5006

McTouHuK: [leTcKkas ropoAcKasi KiMHMYecKas 60/bHMLE MMEHM
H.®. dunatoBa: oduumanbHbii BeGCanT [12].
Source: N.F. Filatov Children’s City Hospital: Official website [12].

nduKauumn, obmMeH onblITOM M B3aMMHOe oOy4yeHue Mea-
nepcoHana. K yxogy 3a paHeHbIMM B 3BaKOrocnuransx
AKTMBHO NpUBAEKaNUCb PabOTHMLbI LIEPCKUX OPraHn3aLmn.
Pa3BepHyTble B CTONMYHBIX NeauaTpuU4ecKux cralmnoHapax
3BaKorocnutanu 3a roabl Benukon OTe4ecTBEHHOW BOWMHbI
BEPHY/IM B CTPOW AECATKM TbICAY PaHEHbIX U BOMIbHbIX BOEH-
HocnyXKalmx. COTpyAHUKK AETCKUX 60/IbHUL, 40O6POBOLHO
nepeyncnanu cpeactesa B PoHa 060pOHbI, NOA 3rMaon npod-
coto3a «MepacaHTpya» cobupanu Tenable BelM WM NoJapKu
ans 60MLOB U 3BaKyMpOBaHHbIX AeTeN [6].

C Hayanom KOHTPHACTYM/JEHWS COBETCKMX BOWCK MNopf
MocKkBoM B 60/bHMLbI MOCTYyNanu paHeHble AeTW C OCBO-
OOXAEHHbIX TEPPUTOPUI. BONBLIMHCTBO MX HanpaBAs/UCH
B 60/1bHULY MM. WN.B. PycakoBa, Bo3rnasnsemyo Bukropom
Anekceesudem KpyxKoBbiM [15, 16]. B Havyane 1942 .
3aech nednnmcb 130 nocTpagaBLiMx OT 3aXBaTYMKOB NaLm-
eHToB (puc. 5). o cBuaeTenbcTBam pedsT Bpayin 60/1bHULbI
3al0KyMEHTUPOBaNM MaccoBble 3BepcTBa (allncToB. ITH
MaTepuanbl OblIM U34aHbl 60NbHULEN U UCNONb30BaNWChb

Puc. 5. MaBHbIV Bpay [eTckon 60nbHULbI M. U.B. PycakoBa Buktop
AnekceeBnY KpyxXKOB ocMaTpuBaeT paHeHbIx AeTen — 6paTtbeB BoBy
1 bopto JpbIKMHBIX

Fig. 5. Viktor Alekseevich Kruzhkov, chief physician of |.V. Rusakov
Children’s Hospital, examines wounded children, two brothers
Drykin Vova and Borya

McTouHuK: TocyaapCTBEHHbIM My3er 060poHbl MocKBbI [16].
Source: The State Museum of the Defense of Moscow [16].

[MaBHbIM MNOAUTUYECKMM YynpaBneHuem KpacHon apmuu
B ugeonormyeckon 6opbbe npotus Bpara [17]. COTpyaHMKHK
CTO/IMYHBIX NEeAMaTPUYECKMX CTaLMOHAPOB rEPONCKK cparka-
SINCb Ha TPYAOBOM (POHTE U BMECTE C BOMHAMWU — 3alUMT-
HMKamn OTedyecTBa ofepxKanu cTpaTernyeckyro nobeay
B MocKkoBcKon 6uUTBe, npegonpenenvBluen MNOSHbIK pas-
rpom GalMCTCKUX BOMCK.

Hawnbonee cepbe3Ho yrpoxanu oHbIM MOCKBMYaM MHEB-
MOHWK U MHDEKLMOHHbIE 3ab6oneBaHns. Cablile 35% aeten
B 1942 r. rocnutannu3npoBanncb B TepaneBTUYECKHE OTae-
NIEHUs B CBA3M C BocnaneHnem nerkux. Cpean 3aboneslumx
npeo6nagany 4eTW paHHEro Bo3pacTta, CTpajaBlune 3aTsK-
HbIMW MENKOOYaroBbIMM MHEBMOHMAMU. MX nevyeHne npu-
MEHSBLIMMUCS Toraa cynbdaHunaMuiHbiMu npenapatamu
(cynbduanH, cynbdason, 6enbi CTpenTouua) He agaBano
3HayMmoro adpdekTa. AHaNN3 CBOAHbIX OTYETOB MOCKOBCKMX
60/1bHUL, BbIBUA CPpeaM 3TUX AeTen «6onee nonoBUHbI FTUMNO-
TPOPMKOB BTOPOM CTEMEHMU, a nogyac u atpodmkos» [18].
36-40% manbilwen nornbanu oT BocnaneHusa nerkux [19].
B [letckow 6onbHuLEe UM. H.®. dunatoBa B 1941 r. Bocna-
NIeHNe NEerkmux BHOCUIO HaMBONbLWKI BKNAA B NleTaNbHOCTb
(7,4%). bonee 4yem ABYKpaTHbIX POCT SIETaANIbHOCTU OETEN
Mnajwe 6 mecaueB B 1942 r. cBA3bIBaNCA C HEAOCTATKOM
cynbdaHMnamMnaoB, 3ano3nanon rocnuTanmadaumnen u Taxe-
SIbIM T€YEHUEM MHEBMOHUM U3-3a «YXYALIMBLUMXCA KBAPTUP-
HbIX M NPOAOBONLCTBEHHbIX ycnoBu» [5, 18].

Onsa cnaceHns manbiwen MOCKOBCKUIM FOPOACKOW oTaen
34paBOOXPaHEHUs opraHM3o0Bas CeTb HEOONbLUMX PaMOHHbIX
[ETCKMX OGO0JMIbHUL, TECHO CBSA3aHHbIX C KOHCYNbTaLMSAMW.
YyacTKoBble neauMatpbl MOrn 6€3 orpaHUYeHun rocnuTa-
IM3MPOBaTb B HUX OcnabieHHbIX U CTpafatoWwmnx TaKeNbIMU
dopmamu paxuTta nauneHToB. Ha nporHo3 pebeHKa cepbe3HOo
B/IUANIM CPOKM rocnuTanusauuun. Tak, NeTanbHOCTb cpeau
NoCTyNMBLIMX B 60bHULbI A0 5-r0 AHSA OT Hayana NMHEBMO-
HuK cocTtaBnsna 2,4%, ¢ 5-ro no 10-i geHb — 15,6%, a npwu
no3aHen rocnutannsaumm nocne Tpetben Hegenn — 26,6%.
MomMuMO neyeHus cynbdaHunaMmmaamu, WUPOKO NMPUMEHS-
JINCb NEepEeNnMBaHUS KPOBM M aspoTepanus, a nocne Ae3uH-
TOKCUKauum — odusnotepaneBTUHECKUE npoLueaypbl (ana-
TEPMUS NIEFKMX, BaHHbI, FOpYnYHble 06epThiBaHuns) [18, 19].

Cpean NpuYKMH rocnutanusaumm M netanbHOCTU BTOpoe
MECTO 3aHuManu uHodeKuun (17,3 n 6,9% coOoTBETCTBEH-
HO — JAaHHble 60MbHULbLI UM. H.®. dunaTtoBa 3a 1942 r.).
B atom cTauuoHape npeob6naganvu 60JbHble Manapuen
(48,8%) n Ty6eprynesom (48%). lNMpoLeHTHOE COOTHOLWEHUE
60NbHbIX TYGEPKY/IE30M Cpean BCEX rOCMUTaNU3UPOBAHHbIX
B 60/bHULY M. H.P. dunatoBa aetent B 1942 r. BO3pOCNO
6onee 4YeM B 2 pa3a No CPpaBHEHUIO C JOBOEHHbIM NEPUOAOM,
coctaBuB 7%. Torga Kaxaas YetBepTasi CMepTb B CTaluoHa-
pe npuxoamnacb Ha TyGepKyfne3 — OT reHepann3oBaHHbIX
dOpM M TYGEPKYNE3HOr0 MEHWUHIMUTa Nornbnm 32 pebeHKa.
Y UCTOLLEHHbIX AETEN THAXKEN0 NPOTEKANN KULLIEYHbIE MHPEK-
LMK, Ha3blBaeMble «TOKCUYECKMMU aucrnencuammn» [18].

BonbHbIX C TpaBMaMW, paHEHUSMU U OTPaBNEHUAMMU
Obl/10 CYLLECTBEHHO MeHblle. B 1941-1942 rr. B cTaumo-
Hap noctynuan 208 geTten ¢ pasinYyHbIMU NOBPEXKAEHUSN-
MU. U3 HMX nornbnun 8 geten, coctaBuB 4% obLien netanb-
HocTu [18, 20].

B petckmx 6GonbHUUax MM. H.®. dunatoBa u [lepBoi
o6pasuoson B 1942-1943 rr. noay4yanyd NomMoub NaumeH-
Tbl C alMMEHTapHOW AUCTPODUEN, B TOM 4UMUCE C «OTEYHOM
60Ne3HblO» M aBUTaMMHO3aMM (paxuT, UMHra, nenanarpa). B nx
yucne 6b1IM AeTn U3 610KagHoro JIEHWHrpaga U ¢ BPEMEHHO
OKKynMpoBaHHbIX TeppuTopuin [18, 20, 21]. U B HacToslee
BpemMs cTaluoHapbl MOCKBbI OKa3blBalOT MOMOLb AETAM,
nocTpagaBLlMM OT 60eBbIX AENCTBMI BO BpeMs CneuunanbHom
BOEHHOM onepaLmn 1 BOOPYKEHHbIX KOHDIUKTOB.



B nepBble MecsLbl BOWHbI M3-3a MacCOBOW 3BaKyalWu
[EeTEN KOMKU B OTAENEHUNAX XMPYPruyeckoro npoduns 6oiam
COKpalleHbl. Ho yxxe ¢ anpens 1942 r. nocne nepepbiBa
B [leTckon 6onbHuLe MM. H.P. dunatoBa OTKPbLIIOCH OTO-
PUHONAPUHIONOrMYECKOE, @ C MI0AS TOTO e roga — W XMpyp-
rmyeckoe otaeneHune. C oKta6pa 1942 r., Korda MOCKBUYHK
Havanu BO3BpallaTbCA B ropoj, BO3pocna MNOTpeGHOCTb
[eTeN B MJAaHOBOM M 3KCTPEHHOW XMPYPrUYECKOM MOMOLLM.
Xupypruyeckue otaeneHuns 4eTcKux 60/bHUL, Toraa padoTtanu
¢ neperpy3om. K oka3aHWio NoMoLM LeTAM NpUBAEKaancb
XMPYPrM pasBepPHYTbIX B CTalMOHapax 3BaKorocrnuTanew.
MauneHTbl Nocne onepauui gonedYnBannch B TepanesTmye-
CKMX otaeneHusx [5, 18].

Korga ¢poHT yxe otaanuncs oT MOCKBbI, B Hos6pe
1942 r. aBakorocnutanb N2 5009 6bi1 pachopMUpOBaH.
[etcKkasa ropoackaa 6onbHuua N2 9 um. d.3. [13epKMHCKOro
BO306HOBMNA paboTy. B coOTBETCTBMM C MOTPEGHOCTAMM
CTOJIMYHOM NeauMaTpU4yecKon Ccnyobbl B CTauMoHape Ha
350 KoeK pas3BepHynu neguvaTtpuyeckoe, XMpypruyeckoe,
JI0OP, Ty6epkynesHoe otaeneHms u 50 MHOEKLMOHHbIX KOEK.
bonbHWUa NpuUHMMana rpyaHbix AeTen. 34ecb AencrtBoBana
peHTreHoTepaneBTMYEeCKan yCTaHOBKA ANS NEYEHUS MUKO-
30B. bbina HanaxkeHa paboTa NPO3eKTypbl, 06CNyKMBaB-
lWEeNn WM pacrofioKeHHyl Henoganeky [deTckyi 601bHULY
uMm. H.®. dunartosa [22, 23].

MNeanaTpuyeckue ctaumoHapbl MOCKBbI cnacanun ocnab-
NIEHHbIX JeTen OT ronofga M xonoga. MuTaHWe nauMeHToB
HaxoAunocb noA npucTanbHbIM BHUMMaHueM. B ycnoBusx
aedbuumTa NPOAyKTOB 3a WX pacnpefefieHneM ycTaHOBUAM
CTPOruM KOHTponb. B nmeBlwen 160 negMaTtpuyeckmx KOek
60nbHMUE UM. C.H. BoTKMHa BO M36erKaHWe noTepb rotoBas
nua goctaBnsifacb B OTAENEHMS B onevyaTaHHOW Tape [24].
B KpynHbIX CTauMoHapax ropoga paboTanu AMEeTUYECKue
CeCcTpbl, pyKoBoAMBLLME NULebiokamu [18, 22].

YnydlweHuto nuTaHusa [JeTer nomorana npoayKuus
60/IbHUYHbIX MOACOOGHBLIX X03aMCTB. COTPYAHWUKM MOCKOB-
CKMX CTauMOHapOB BHOCWUAM BKNad B NPOLOBOSIbCTBEHHOE
CHabeHue. KpynHoe noacobHoe Xxo3aMcTBO [eTcKon 60b-
HUubl N2 9 um. ®.3. [13epKMHCKOro B nocesike HemMynMHoBKa
(r.o. OonHUOBO MOCKOBCKOM 06/1aCcTh) MMeno cTtaTyc camo-
CTOATENBHOrO COBX03a. 34ecCb Ha 17 reKkrapax 3emnu Bblpa-
lwnBanu Kaptodesb, OBEC U OBOLLKU, OTKapMIMBanIn CBUHEN
W cofeprann monoyHoe ctago [25].

B rposHble BOEHHble oAbl KpymnHble neanaTtpuyeckue
cTauMoHapbl MOCKBbI NMPOAO/MKanM ocTaBaTbCA KAWHWUYe-
CKMMKW 6a3aMW Hay4HbIX MHCTUTYTOB. PaboTaBliMe B CTO-
NMLE yYeHble-neamMaTpbl aKTMBHO BKIOYUMANCHL B cnaceHue
[ETCKUX XW3Hen. 3aBegywouwunn Kadeapown nponeaeBTu-
KW OeTCKux 6onesHen Btoporo MoCKOBCKOro rocygap-
CTBEHHOr0 MeAMUMHCKOro WHcTUTyTa PomaH Ocunosud
JlyHU Aaxke nNpu ocafHOM MOJIOXKEHUU €XeHeAeNbHO Mpo-
BOAMN KJIMHWYECKME 06xoabl B [JeTCKOM 60JibHULLE WM.
H.®. ®unatoBa [5]. B [llepBoi 06pa3uoBOi AETCKOWM
6onbHULE M [eTckon 6onbHuue uUM. WN.B. PycakoBa npo-
JO/MKaNM HayyHoe M3y4yeHue WMHPEKLMOHHOro npouecca
y aeten npodeccopa AnekcaHapa MBaHoBHa [lo6poxoToBa,
AneKkcaHgp AnekceeBudy KontbiNMH M HWKonan MBaHoOBWUY
JlaHroson [26]. BepHyBWKUCb W3 3BaKyauuum B MapTe
1943 r., ocHOBaTe/lb MOCKOBCKOMW NeanaTpUYeCcKomn WKObI
npodeccop lH. CnepaHCKMM Ha KOHObEPEHLUMU OETCKUX
Bpayen MOCKBbI BbICTYMW C 4YpPe3Bbl4alMHO aKTyalbHbIM
NPOrpaMMHbIM JOKNaA0M O KIMHUYECKMX NOAXOAAX K Neye-
HUIO KMLIEYHbIX MHPEKUNIN Yy aeTen [27].

OpraHusaumsa MeauMLMHCKOW MOMOLWM [OETCKOMY Hace-
neHnto MOCKBbI Haxoaunacb Mnog npucTanbHbIM BHUMaHM-
eM MOCKOBCKOI0 ropofCKOro otgena 34paBOoOXpaHeHus
n Ucnonkoma MoccoBeTa. Bnactn ropoga, opraHvM3aTtopsbl

3[paBOOXpPaHEHN U MeAMLMHCKME pPabOTHUKKM OCO3HaBa-
N, 4TO ceMenHoe 6Gnaronony4yne M 340POBbe AeTeW BO
MHOromM onpegenstoT 60ecrnocobHOCTb KpacHOapMenLEB.
O peTtax GpOHTOBUKOB B CTOMMYHbIX 60/IbHMLAX MPOSBASAN
MaKcuMMyM 3a60Tbl. M ob6ecneymnBanca 6e30TKa3HbIM Npu-
eM ¢ ob6a3aTe/lbHbIM NPOBEAEHMEM Yepe3 KOHCUMYM Bpa-
Yyen, MHaAMBUAYanbHbIA WKW NOBbILWEHHBIN YXO4 NPU TSXeNbixX
3aboneBaHusax. lepen BbINMCKON MeOWKU OCBEAOMISNUCH
06 yCNOBUSAX XM3HU NaLMEHTOB U OKa3blBajiu COOENCTBME
B MX ynyyweHuu [18].

Ha npoTs>KeHnn Bcen BOMHbI MHOronpoduibHble CTalmo-
Hapbl OKa3blBain KOHCYNbTATMBHYO NMOMOLWb AeTam. [darke
B Nepuoj ocafgHOro nofioKeHus B amOynaTopusx AETCKMX
60bHUL, MPOBOAMAN NPUEMbBI OTOPUHONAPUHIONIOTK, CTOMAa-
TONOrM, HEBPOJIOTU, OKYIUCTbI, AEPMATOBEHEPOIOMU, YPOIO-
M 1 gpyrue y3kue cneumanuctbl [5].

B cTaumoHapax ¢ 4eTbMU peryaspHo 3aHMManucb neaa-
rorn. K HOBOrogHWM npasfHMKaM MepcoHan pagoBan WX
HapsAHbIMKU enKkamu 1 nogapkamu [18, 28]. Tpagmuus HOBO-
rOAHEro no3apaBfieHus geTer B CTOMIMYHbIX 60NbHULEX
6epexHO COXpaHAETCs exerogHbiM npoBeaeHWem 6naro-
TBOPUTENBbHOM aKuuK «Jobpas enka mapa MOCKBbI».

PesynbTatbl TUaATENbHO MNPOAYMaHHOW OpraHuM3aumu
ne4yebHON M negarorMyeckon paboTbl B AETCKMX CTaLMOHa-
pax MOCKBbI 6blfiM BbICOKO OLIEHEHbI 3aMECTUTENIEM HApPKO-
Ma 3gpaBooxpaHeHns CCCP M.C. KospuruHown [29].

Bpaun n Bce pabOTHUKM AETCKUX 6GONbHUL, BOEHHOWM
MoOCKBblI MMenn pafoCTb BWAETb CBOWMX MOMPaBUBLLIUXCH
nauuneHToB. ocne BbI3AOPOBEHNS pebsTa yKe caMu cTpe-
MWIUCb BHECTU NMOCUNbHbBIM BKNag B nobeagy — nocelanu
paHeHbIX B rocnuTansx, CTaHOBU/INCb y4aCTHUKaMW TPyLo-
BOro ¢poHTa. A nocne pasrpoMma pallnCcToB COEpPEKEHHOE
NOKO/IeHWE AeTen BOMHbI JOCTOMHO y4acTBOBaO B NOCNEBO-
€HHOM BOCCTaHOBJIEHWUU CTPaHbI.

lMpoBeaeHHbIM aHanu3 MO3BONSET cAenaTtb BbIBOA
0 3Ha4YMMOM BKNaae AETCKUX 60nbHUL, MockBbl B lobeay
B Bennkon OTevyecTBeHHOM BOWHe. [leTCK1e Bpayun pasnuy-
HbIX CreunanbHOCTEN, MEAULMHCKUE CEeCTpbl, CaHUTapKM,
negarory U TEXHUMYECKMM nepcoHan BO3Bpallanv B CTPOWM
paHeHbIX BOEHHOCY)KaLLMX, cracaiu 4EeTCKUE KU3HU U Bblnn
aBaHrapgom Teina. [amatb 06 Mx NoaBUre 6y4eT KUTb BEYHO.
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BBEJEHME M 3Ta npobnemMa npoaonKaeT ycyryonarbcsa [1]. JeTckoe

OXUupeHre B LEeTCKOM BO3pacTe AOCTUIIO MacluTaboB OXMPEeHMEe accoLMMPOBaHO C Pa3BUTUEM METabOoIMYECKNX
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HEHHOCTU MeTabo/IMYECKUX HapylweHun cpean geten [1]. 6e30MnacHbiX U 3PPEKTUBHLIX METOAOB MNPODUNAKTUKK
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Anatoly I. Khavkin 2, Andrew V. Nalyotov3, Valeria I. Bystrova® 5, Daniil A. Sergeev?, Maria F. Novikova?,
Anna 0. Vayman®, Evgenia V. Shrayner# 5

1 Childhood Research Institute, Moscow, Russian Federation

2 Belgorod State National Research University, Belgorod, Russian Federation

3 Donetsk State Medical University named after M. Gorky, Donetsk, Russian Federation

4 Novosibirsk State University, Novosibirsk, Russian Federation

5 |nstitute of chemical biology and fundamental medicine, Novosibirsk, Russian Federation
6 Novosibirsk State Medical University, Novosibirsk, Russian Federation

Nutraceuticals as Dietary Supplements in the Treatment
of Childhood Obesity: Myths and Reality

Childhood obesity is crucial medical and social issue due to development of metabolic complications, chronic low-grade inflammation,
and insulin resistance as the key factor of metabolic syndrome. Thus, the search of safe and effective methods for prevention and
management of childhood obesity remains relevant. The efficacy of obesity complex therapy can be enhanced via nutraceuticals —
dietary supplements with established positive effect on health. This review analyzes wide range of nutraceuticals (omega 3 fatty acids,
probiotics, inositols, berberine, diindolylmethane, etc.), their mode of action, efficacy and safety indicators, and administration features.
Keywords: obesity, cytokines, adipokines, inflammation, metabolic syndrome, nutraceuticals, children

For citation: Khavkin Anatoly I., Nalyotov Andrew V., Bystrova Valeria |., Sergeev Daniil A., Novikova Maria F., Vayman Anna O., Shrayner

Evgenia V. Nutraceuticals as Dietary Supplements in the Treatment of Childhood Obesity: Myths and Reality. Voprosy sovremennoi
pediatrii — Current Pediatrics. 2025;24(5):343-352. (In Russ). doi: https://doi.org/10.15690/vsp.v24i5.2965




Review

0630p NuTepaTypsbl

MaToreHes OXMpeHUs BKIOYAET psf B3anMMOCBSA3aHHbIX
3BeHbeB. MN36bITOYHAs XunpoBasi TKaHb QYHKLMOHUPYET KaK
3HJOKPUMHHO-aKTUBHbBIA OpraH, CEKpeTupys npoBocnanu-
Te/bHble LIMTOKMHBI M agMMOKMHbI U NpUBEKas Makpodaru
B XMPOBYIO TKaHb, 4TO MPUBOAMUT K Pa3BUTUIO XPOHUYECKOIO
HU3KOMHTEHCMBHOIO BocnaneHus [3]. Y geTter AOWKONAbHOro
BO3pacTa C OXKMPEHWEM MOKHO BbISIBUTb BbICOKYH KOHLIEH-
Tpaumio C-peakTMBHOro 6esKka U Apyrmx MapKepoB Bocnasne-
HUe [3]. HapylueHne 4YyBCTBUTENIbHOCTM TKAHEW K WMHCYNUHY
NMPUBOAWT K MHCYSIMHOPE3UCTEHTHOCTU — Kito4EBOMY daKTopy
MeTabosiM4eckoro cuHapoma [1]. MnepuHcynnuHeMusl, KOMMNeH-
cupyloLas MHCYTMHOPE3UCTEHTHOCTb, CMOCOBCTBYET AanbHEN-
LIEeMY OT/IOXKEHWIO XKM1pa U NOAAEPHKMBAET NOPOYHbIN Kpyr [1].

MpKn OXKMPEHMUM OTMEYAIOTCH UBMEHEHUS KOHLIEHTPALMK
psiia FOPMOHOB, PErYINPYIOLMX SHEPTETUHECKMIN rOMeocTas.
B 4yacTHOCTM, OTMEYEeHO YyBeNMYeHWEe CeKpeuuu nenTuHa
agunoumTtamu [2]. B 10 e Bpems Ha poHe pa3BuUTUS Nen-
TMHOPE3UCTEHTHOCTM MOS3I NepecTaeT afjeKBaTHO pearu-
poBaTb Ha curHan cbitoctn [2]. OQHOBPEMEHHO CHUXKaeTcs
YPOBEHb AAMMOHEKTMHA — aHTUATEPOreHHOro U WMHCYNWH-
CEHCUTU3UPYIOLWEro rOPMOHa XMUPOBOKM TKaHU [2]. BbicOKKM
nokasaTeNb COOTHOLEHUS NenTUH/afUNOHEKTUH accouu-
MpPOBaH CO 3HA4YMTE/NbHbIM MOBLIWEHWEM PUCKA WHCYNU-
HOPE3UCTEHTHOCTU U KapaMoMeTaboIMYECKUX OCOXHEHUN
y geten ¢ oxupeHumem [2]. Kpome Toro, U3bbITOK KUPOBOWM
TKaHW BefAeT K OTHOCUTENbHOMY TMNOroHag0TPOMHOMY FMMO-
rOHaaAn3My (CHUMXKEHUIO YPOBHS TECTOCTEPOHA Yy Maslb4UKOB)
M TUNEpP3CTPOreHeMnn 3a cyeT nepudepuyeckor apoma-
TM3auuKn aHgporeHoB. [locnegHee cnoco6CTBYeT npexkae-
BPEMEHHOMY MOSIOBOMY Pa3BUTUIO ¥ AEBOYEK W ycyryonsaet
MeTaboNM4yecKkme HapylweHus (Hanpumep, Npu cuHOpomMe
NOSIMKUCTO3HbIX AMYHMKOB (CIMKSA) B nogpocTkoBOM BO3-
pacte) [4]. MaTtoreHeTMyeckoe pa3Hoobpa3ne OXKUPEHUS

Puc. 1. MexaHun3m aencteus omera-3 MNMHXKK
Fig. 1. Omega 3 fatty acids mode of action

ABNSETCH MPUYUHON HeaocTaTovHOM 3PDEKTUBHOCTU Knac-
CMYECKMX MOAXOA0B K Tepanuu OXMPEHUs y AeTen n, BMecTe
C TeM, YKa3blBaeT Ha aKTyalbHOCTb KOMMIIEKCHOW Tepanuu,
BK/IIOYAIOLWEN HEe TOIbKO MoAMUKauMio obpasa MKM3HU
W XapaKTepa NUTaHus, HO U MEAUMKAMEHTO3HYIO KOPPEKLMIO
MeTabO0/IMYECKMX U TOPMOHAbHbIX HapyLIEHUN.

LLInpokoe NpUMEHEHUE MPU OXMPEHUU Yy AETEN HaLUIM
HYTPULEBTUKM — MNULLEBbIE MPOAYKTbl M GUONOrMYECKHM
aKTuBHble go6aBku (BAL). OHM CHMMKAIOT XPOHUYECKOE BOC-
naneHue, HOPManuaylT NnapaMeTpbl YIEBOAHOIO U XKMUPO-
BOro o6MeHa, BOCMNOMHAT AePUUUT MUKPOHYTPUEHTOB,
noBblWaT 3PPEKTUBHOCTb KOMMIEKCHOM Tepanuu [5].
Hwke npeactaBneH 0630p OCHOBHbIX HYTPULIEBTUKOB, MpPU-
MEHSIEMbIX B MeguMaTpUMYEeCcKOM MpPaKTUKE MPU OXMPEHUMU,
C OMUCaHWEM UX MEeXaHU3MOB AeWUCTBUS, IODEKTUBHOCTH,
0COBEHHOCTEN MPUMEHEHUNA Yy AETEN, a TaKxe NpaBOBOro
cTaTyca aTux cpeacTts B Poccuu (perncrpaums, paspelleHme
Ha Mcnonb30oBaHWe B AETCKOM BO3pacTe).

OMETA-3 NOJIMHEHACDILWEHHBIE

KUPHBIE KUCNOTbI

Omera-3 nonuvHeHachblWeHHble XUpHble KucnoTbl (MHMXKK),
M B YaCTHOCTM 3MKo3aneHTaeHoBas (3IK) n gokosarek-
caeHoBas Kucnotbl (AIK), — ogHu M3 Hambonee M3y4yeH-
HbIX HYTPULEBTMKOB NPU MeTaboNMYECKUX HapylweHUsX.
Copaeprkatcsa rnaBHbIM 06pa3oM B PblObeEM XUpe.

Mexanuu3mbl gencrBusi. Omera-3 NMHXKK cHuxkatloT npo-
LYKLUMIO MPOBOCNaNUTENbHbIX LLMTOKMHOB — GaKTopa HeKpo3a
onyxonu anbda (TNF-a) U MHTEpNEenKUHOB (IL) — u yBenniu-
BaloT 06pa3oBaHWe NPOTUBOBOCMANUTENbHbIX 3MKO3aHOMAOB
M pes3osiBUHOB [6]. B pesynbtate MPOMCXOAMT CHUXKEHWE
BblIPa*EHHOCTM BOCMANEHUS B XUPOBOW TKaHu (puc. 1).
Owmera-3 MNMHXK, nHterpupysce B ¢ochonnnuaHbli Cnon Kie-
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TOYHbIX MeMOpaH, NOBLILIAIOT UX TEKYYECTb U QYHKLMOHANb-
HYI0 aKTMBHOCTb peLenTopHbIX 6EMKOB, YTO COMPOBOXKAAETCA
BOCCT@HOBNEHWEM YYBCTBUTENLHOCTU TKAHEN K WHCY/NHY;
OOMOMHUTENbHLIM MEXaHU3MOM SABASIETCH YMEPEHHOE MOBbI-
LeHWe YPOBHSA aAWMMNOHEKTMHA, YCUAMBAIOWENO YTUANS3ALMIO
TNIOKO3bl U OKUCIEHME KUPHBIX KMCNOT, YTO B Lienom 6naro-
NPUATHO OTpaXKaeTcs Ha yrneBogHOM obMeHe [7].

3dppeKkTuBHOCTL. MeTaaHanna 12 paHAOMU3UPOBaH-
HbIX KOHTponupyembix uccrnegoBaHun (PKW), B KoTopbix
npuHAnun ydyactme 1028 geten ¢ n36bLITOYHOW Maccon Tena,
rnokasasn, 4To 06aBKMU PbIBbLEro Upa CHUXKAIOT B TeYEHNE
6-—12 mec B CpaBHEHUM C MnaLebo KOHLEHTpauuilo Tpu-
rMULEepUaoB B KPOoBM B cpeaHem Ha 0,24 MMOSb/N, UHOEKC
maccol Tena (MMT) — Ha 1 Kr/M2, cucTofiM4yecKoe apTepu-
anbHOe JaBfieHne — Ha ~2,5 MM pT. CT. [6], HO He BAUSIOT
Ha KOHLEHTpaLuuio obLero xonectepuHa, NMNonpoTeMHoB
HMU3KOWM MNOTHOCTHU UM MIOKO3bl HaToWwakK [6]. OTMeYeHo TaK-
e, 4To BblCOKMe A03bl oMera-3 MHMXK (6onee 1,5-2 r/cyr)
CHMXAIT KOHLIEHTpaLMW TPUIIULEPUOOB U BOCMaNUTENb-
HbIX MapKepoB B 6OMbLUEN CTEMEHU, YEM HU3KME A03bI [B].
bonee TOro, npuem pbIGLErO XUpa B TeyeHne 6-12 mec
CHW)KaeT aKTMBHOCTb anaHWHaMuHOTpaHcdepasdbl U CTe-
NeHb }MPOBOIro renartosa Mo AaHHbIM Y3U y geten ¢ oxu-
peHueMm [6]. B uccneposanum B. Virgolici u coaBT. (2023)
NOKa3aHo, 4YTo 3-MecCsiYHbI NnpueM KombuHauum omera-3
MHXK (155 mr 3MK + AMK B CyTKW) ¢ BUTAMUHaAMU-aHTH-
oKkcuaaHTamu (60 geTen ¢ OXKMpPEHMEM) MOBbILLAET YyBCTBU-
TENbHOCTb K MHCYNUHY (cHUXaeT HOMA-IR) 1 KOHUEHTpaLmo
aUMNOHEKTUHA MO CPaBHEHUID C UCXOAHbIM ypoBHeM [8].
XoTs Bblpa)KeHHOro BAMSHKUS Ha maccy Tena omera-3 MHXK
HEe OKa3blBatloT, UX MeTabonnyeckun 3podeKT (CHUKeHWe
rMNepPTPUIIMLEPUAEMUU, MPU3HAKOB CMCTEMHOIO BOCMa-
NIeHUs1, BocCcTaHoBNeHe GYHKLUMI NeYeHn) aBaseTca gocTa-
TOYHbIM OCHOBa@HWEM AN MPUMEHEHUS B KOMMIEKCHOM
Tepanun 4ETCKOrO OXKUPEHUS.

MpumeHeHne. B negnatpum omera-3 MHMXK 06bl4HO
Ha3HavyaloT B BWAE PbIGbLErO XMpa WAW Kancyn, coaep-
wauwux cmecb MK un ANK. CornacHo peKomeHaauusm
EBponerncKkoro areHTcTBa No 6€30NacHOCTU MULLEBbLIX MNPO-
aykToB (EFSA, 2017), 300poBble AETU AOMKHbI NOTPEGAATb
no 250 wmr/cyt omera-3 MHXK [9]. B HeKoTOpbIX Mcche-
JOBaHUSAX B 3aBMCMMOCTM OT COCTOSIHWUS 340POBbSA AETeW
M MX BO3pacTa m3yyanu adpPEeKTUBHOCTb 6osiee BbICOKUX
no3: 250-1000 mr/cyt y geten B Bo3pacte Ao 10 net
[10, 11], 340-3000 mr/cytr — y Oeten B BO3pacTe OT
10 po 16 net [6]. KypcoBon nprMem NpoaoIKaeTcs He MeHee
3 mec, yacto — 6-12 mec. lpenapatbl omera-3 MHXK
XOPOLWO MNepeHocaTes; M3 NoboYHbIX 3PDEKTOB OnucaHbl
nerkoe pblI6HOE MOCNEBKYCHE, PEXE — PacCTPOMCTBA NuLle-
BapeHus. BmecTte ¢ Tem, No gaHHbIM MeTaaHanu3a 90 PKU
nokasaHo, 4Yto npu npneme omera-3 NHXK no cpaBHeHUO
¢ nnaue6o Bblle YacToTa AMapen (oTHoweHue waHcos (OLL)
1,257; p=0,01), aucreB3nu (HapylieHune BKyca) (OLL 3,478;
p < 0,001) n yBenMYeHUs pUCKa reMopparmyeckmx OCox-
HEHWW, BKIOYas YA/IMHEHWE BPEMEHW CBEPTbIBAHWUS KPOBMU
W MOBbIWEHWE BePOSATHOCTU KpoBoTeveHun (OLU 1,260;
p = 0,025) [12]. He3HauuTenbHoe yBEIMYEHNE BPEMEHU
CBEpPTbIBAHMS KPOBM MOKa3aHO M NPU NPUMEHEHUWU BbICO-
Kux go3 omera-3 MHXK (> 3 r/cyt), noatomy npu Haan4mu
HapyLWeHWI Koarynaumm unn nepes onepaunsamm ux cnegyet
MPUMEHSATb C OCTOPOXKHOCTbIO [12].

PerucrtpayMoHHbIA CTaTtyc U BO3pacTHble OorpaHuye-
Hus1. Omera-3 NMHMXK wrpoko gocTynHbl B Poccnn Kak 6e3-
peuentypHble BA/l. PaspaboTaHbl AeTcKne popMbl pbibbero
Upa, paspelleHHble K MPUMEHEHWI0 C paHHero Bo3pac-
Ta — 06bI4HO ¢ 3 net. Hanpumep, AL «Omera-3 13 gukoro
flococs» 3aperncTpupoBaHa ans geten B Bo3pacTe OT 3 neT

(omega3-kamchatka.ru). Takum o06pa3om, MpPUMEHEHUE
omera-3 MHXK B negnaTtpnmn GpakTMHECKN pa3peLleHo u pac-
npocTpaHeHo. [na BTOPUYHOM NPOPUIAKTUKKM MHapKTa
MWOKapaa Yy B3POC/bIX 3aperMcTpMpoBaH J€KapCTBEHHbIN
npenapaTt KOHLEHTPMPOBAHHbIX OMera-3 KUCOT (3TMNOBbIX
adpupos IAMNK/AIK) noag ToproBbiM HadBaHueM Omakop.
9ddeKTUBHOCTb M 6e30nacHOCTb npenapara y nauuMeHToB
B BO3pacTe 40 18 neT He nuayyanu.

NMPOBUOTUKHU

Y eTen ¢ OXUpEeHMUeM 4YacTo obHapyKmnBatoT AUCcOM03 —
OTHOCUTENbHOE YMeHblleHWe KonuyecTBa Bacteroidetes
npu yBenuyeHuu Firmicutes [7], 4TO MOXET CMNOCO6GCTBO-
BaTb NOBbIWEHUIO 3OPEKTUBHOCTU M3BMEYEHUS IHEPTUM
M3 NuLLeBbIX cybecTpaToB [7]. Kpome TOro, npu aucbuose
NOBbILLAIOTCA NMPOHULL@EMOCTb CTEHKU KMLIEYHUKA M NOCTYM-
NleHNe B KPOBOTOK 3HAOTOKCMHOB (B 4aCTHOCTW, NMMOMNONM-
caxapuaoB — OCHOBHOMo KOMMOHEHTa BHELWHEN MeMbpaHbl
rpaMmoTpuLaTenbHbIX GAaKTEPUIN), YTO aKTUBUPYET MEXaHWU3-
Mbl CUCTEMHOro BocnaneHus [7]. Noatomy KoppeKTUpoBKa
MWKPOOBMOTbI C MOMOLbIO NPOBUOTUKOB paccMaTpuBaeTcs
KaK NMepcrneKTMBHOE BCNOMOraTeNibHOe HamnpaB/eHne Tepa-
NMUKN OXKMPEHUS, B TOM YUCNE U Y AETEN.

MexaHn3mbl gerucTBUs. [IpOBUOTUYECKME LITaMMbl 6aK-
Tepui, NPUHMUMaeMble B AOCTATOYHOM KOJMYECTBE, MOryT
61aroTBOPHO BAUATb Ha psa MeTaboMYeCKUX napameTpoB
(puc. 2). Bo-nepBbiX, NPOBGUOTUKU CNOCOBGHbI ONTUMU3UPO-
BaTb IMMNUAHbIM NPOGUIb KPOBU 3@ CHET CHUMKEHUS CUHTE3A
XOJIECTEPMHA B NEYEHU M yBEMYEHUS ero Katabonunama [7].
Bo-BTOpbIX, MPOGMOTMKM MNOBLIWAT YyBCTBUTENbHOCTb
K UHCYNINHY, 3alumLian B-KNeTKU NoAXKeyA04YHOM XKenesbl oT
BOCMNaNMTENbHOIO CTpPecca M yMeHbllasi NpPoBOCMHaIUTENb-
HYIO aKTMBauuto mMakpodaroB [7]. B-TpeTbux, NpobUOTUKHK
MOZY/IMPYIOT UMMYHHbI OTBET B CTEHKE KULLEYHWMKA, CHUXKas
ypoBeHb nentnMHa v TNF-a M noBbllWas NpoayKLuUo Mpo-
TUBOBOCMNANUTENIbHOrO aAuMnoHeKTuHa [7]. Hopmanuzauus
MWKPOOBMOTbI CNOCOBCTBYET BOCCTAHOB/IEHWUIO LIENIOCTHOCTH
KWLWeYyHoro 6apbepa, CHUKEHUIO MOCTYMNAEHUS 3HOOTOKCH-
HOB, TEM camblM 0CN1abnss CUCTEMHOE BOCNaneHne, CBA3aH-
HOE C OXKMUpeHUeM [7].

3¢ppeKkTuBHOCTbL. Pe3ynbtatbl MPUMEHEHUS NPOOBUOTU-
KOB MPU OXUPEHUM Yy AeTen NpoTMBOpPEYMBLI. 10 AaHHbIM
MeTaaHannsa 4 PKU (2023) ¢ yyactueMm geTen € OXKUPEHUEM,
He 6blN0 06HaPYXKEHO 3HAYUMOTro BNSHUSA NPOOUOTUKOB Ha
MMT no cpaBHeHuto ¢ nnauebo [7]. bonee Toro, B 04HOM U3
ncenegoBaHu NOAPOCTKOB npuem Lactobacillus npusoaunn
K HEBONbLLOMY YBENMYEHMIO Macchl Tena [7, 13].

BwmecTte ¢ Tem, B JaHHOM MeTaaHanun3e 6blf0 OTPaXKeHo,
4YTO MHOTOKOMMOHEHTHbIN NMPOBUOTUYECKMI KOMMNEKC, BKIIO-
YyaBLlUKUK WTammbl L. salivarius, L. rhamnosus v Bifidobacterium
animalis, B TedeHUe 3 MeC CHMWKan y [AeTer C OXUpeHuem
KOHUEHTpauun obLLero xonectepuHa, AMNONPOTEMHOB HK3-
KOM NMIOTHOCTU U NeNTUHA, a TaKKe NOBbllan KOHLEeHTPaLmMK
NIMNONPOTEMHOB BbICOKOW MJOTHOCTU M aAWMOHEKTUHa [7].
Mpyv 3aTOM OTMeYeHa HopManu3auus ryMopasbHblX MapKe-
poB BocnaneHus [7]. B NnMnOTHOM UccnegoBaHUMM KOMOUHA-
umun B. longum, L. bulgaricus wn Streptococcus thermophilus
y OeTen B Bo3pacte 6—14 feT ¢ aNlMMeHTapHbIM OXUpPEeHUeM
noKasaHo, 4TO NPUMEHEHWe NPOBUOTUKA NMPUBOAMNIO K CHU-
*}eHnto UMT, KOHLLEHTPaLMK MHCYNHA M MPOBOCNaNUTENbHbIX
umMToKkmHoB (IL-6, TNF-«) [7].

Ba)KHO oOTMeTUTb, 4TO 3ddEKT NPOOUMOTUKOB 3aBU-
CUT OT MCMNONb3yeMbIX LWTaMMOB 6aKTepuih. Hanpumep,
L. gasseri u B. breve npuBoaunn K notepe macchbl Tena,
Toraa Kak L. reuteri, HanpoTuB, K ee Ha6opy [7, 14].
lMpoaemMoHcTpMpoBaHo, 4YTo npuem L. salivarius Ls-33 noa-
POCTKAMW C OXWPEHUEM MPUBOAMA K WM3MEHEHUIO COOT-
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Puc. 2. 9bdeKTbl NPOBUOTUHECKOW NOAAEPHKKM
Fig. 2. Probiotic support effects
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AAVNOHEKTUH

HOWEHNA OCHOBHbIX GaKTepuanbHbIX FPYMNn KULWe4yHOM
MWKPOGKMOTLI (yBEenu4eHuto aonu Bacteroides-Prevotella-
Porphyromonas oTHocuTenbHO Firmicutes), 4To cBUAETENb-
CTBYET O €ro pPeryiaTtopHOM BAUSHUKN Ha KULLEYHbIA MUKPO-
6uom [7, 15]. B uenom, yduTbiBas 6naronpuUsTHbIn Npodusb
6€30MacHOCTH, MPOBUOTUKM MOTYT BbiTb PACCMOTPEHbI KaK
nofie3Hoe AOMNOSHEHUE K AUeToTEpanuu.

MpumeHeHme. B negnaTpmuyecKom npakTuKe NpUMeEHSOT
npo6uoTUYECKME KOMMJIEKCHI, coaepxKauwue Lactobacillus
(4auie L. acidophilus, L. casei, L. rhamnosus) v Bifidobacterium
(B. longum, B. breve, B. animalis). CTaHgapTHble [O3bl —
He MeHee 109-101° KOE/cyt. Kypc anutes ot 1 go 3 mec
n 6onee. NMPo6GMOTUKKM 6e30nacHbl M 06bIYHO XOPOLUO NepPeHo-
CATCH; B HaYane npuemMa B PefKumx ciyvyasx BO3MOXKHO pa3Bu-
TMe meTeopu3ma. MpoTMBOMNOKa3aHWA MUHUMaNbHbI (MMMY-
HOoAeDUUMT — M3-3a TEOPETUYECKOM OMacHOCTU UHDEKLUN,
BbI3BaHHbIX MPOGUOTUYECKMM WTaMMoMm). LlenecoobpasHo
coyetatb NPOGUOTUKM C MPeBGUOTUKaMM (pacTUTENbHbIMU
BO/IOKHaMM) — TakKas KOMOWHaUWSA (CUHOUOTUKK) MOXKET
ycunuBaTb MX 9GdEKTUBHOCTL 3a CHET CO3aaHnsa 6naronpuaT-
HOW cpeabl AN NPUKMBAEHUSA Nofe3Hbix 6axktepui [16, 17].
MepcneKTBbl UCNONb30BaHUSA NPOBUOTUKOB MPU OXUPEHUN
CBA3aHbl C BbIGOPOM KOHKPETHbIX 6aKTepuanbHbIX KynbTyp
C OKa3aHHbIM BAUSHUEM Ha MeTabo/IM4eCKUe U UMMYHHbIE
nokasaTtenu U, BO3MOXHO, C MPUMEHEHWEM TaK Ha3blBaeMbIX
NOCTOGMOTUKOB (METAB0SIMTOB MUKPOOKOTLI).

Pernctpaums M paspewieHWe Ha McCMoJib30BaHue
y AeteHn. [pobuoTmyecKkne npenapaTtbl JaBHO U LWKPO-
KO MPUMEHSIOTCA B POCCUMCKOW nefuMaTpuyecKow npak-
TMKe Kak BAL (Hanpumep, Kannu ¢ Lactobacillus reuteri
ONS TPYAHMYKOB). MHOIME M3 HWX 3aperucTpupoBaHbl Kak
NlekapcTBa, B TOM 4uclie Bolweawne B MNepeyeHb KMa-
HEHHO BaXXHblX JleKapCTBEHHbIX NpenapaTtoB, Hamnpu-

Mep bubnaymbakTepuH (coaepkuT xuBble B. bifidum).
MocnegHW paspeleH K NPUMEHEHUIO ANS NeYeHUs 1 npo-
GUNAKTUKM AUCOaKTEPUO30B, B TOM YUC/E U Y HELOHOLWEH-
HbIX, C NEPBbIX AHEN XN3HN pebeHKa [18].

UHO3UTOJIbI

MHO3UTONbI (MMO-UHO3UTOS, D-XMPO-UHO3UTON) — BUTaA-
MUHONOAOGHbIE BellecTBa, y4YacTBYlOLWME BO BHYTPUKIeE-
TOYHOW nepepadvye curHana wuHcynuHa [5, 18]. Hanbonee
M3BECTEH MMO-UHO3UTON, NPUMEHSEMbIV Kak moanduKkaTop
YyBCTBUTENBHOCTU KNETOK K WHCYAUHY (MHCYIUH-CEHCHU-
Tansep). B neanatpun MHO3UTONbI MPUMEHSAIOT NaBHbLIM
06pa3om y NoApOCTKOB, OCOBGEHHO y AeBYLIEK, C OXKupe-
HMEM B COYETaHWW C TMNEPUHCYIUHEMUEN, NpeanabeToM
unun CMK4A [5, 17].

MexaHn3am pgenctBusi. MMO-MHO3UTON ABNSETCH Npea-
LECTBEHHUKOM BTOPUYHbIX MECCEHIXKEPOB WHCY/MHOBOIO
peuenTopa [19], a D-XMpPO-MHO3UTON — KOMMOHEHTOM Mose-
KyNbl MHCYNWH-CUrHaNbHOro Kackaga [19]. Mpu MHCynuHo-
PE3UCTEHTHOCTU HabNLaeTCsd OTHOCUTENbHbIN AedbuunT
GOCHONHOBUTUAHBIX MPOU3BOAHBIX MHO3UTONA BO MHOMMX
TKaHsx [19]. Jo6aBneHne MWUO-UHO3WUTONA MOBbLIWLAET YyB-
CTBUTENBHOCTb K MHCY/IMHY, aKTUBHOCTb TPAHCNOPTEPOB MI0-
Ko3bl (GLUT4) u cHWaeT runepuHcynnHemuto [19]. Kpome
TOr0, MMWO-UHO3UTON CHWMKAET rMnepaHaporeHunto 3a cyeT
HOpManu3auuMu WHCYIMHOBOIO BO34EMCTBUSA Ha SUYHWKM,
4YTO BaXXHO NpW MCMnosib3oBaHum y noapoctkos ¢ CMK4A [5].

ApPeKTMBHOCTb. BONbLIMHCTBO UCCNEf0BaHWUA MHO3U-
Tona y AeTer BbINOJHEHO MPW y4acTuu NOLPOCTKOB (AeBY-
LIEK) C OXXUPEHUEM U runepuHcynuHemuen nnun CIMK4H. Tak,
B ABOMHOM cnenom PKW (2025) u3y4yanu KomMOMHaUMIO
MWO-UHO3KTONA (2 r/CcyT) ¢ UMHKOM (5 Mr) y 56 noapocTKoB
10-18 neTt ¢ OXXMPEHUEM N UHCYTUHOPE3UCTEHTHOCTbIO [19].



Yepes 3 Mec B rpynne MHO3WTONA OTMEYEHO MOBbIWEHUE
KOHUEHTPaLUn IMNONpPOTENMHOB BbICOKOW NIIOTHOCTH, a TaKKe
CHueHne HOMA-IR B noarpynne nogpoCTKOB C TSXKeblM
oxupenueMm [20]. B uccnegoBaHum ¢ ydactuem geBOYEK-Noa-
pocTtKoB ¢ CIMKA Mno-nHoauton (4 r/cyT) NpMBOAUI K CHUMXKE-
HWMIO KOHLEHTPaLMI MHCYIMHA U aHAPOreHoB, HOpManu3aLmm
MEHCTPYanbHOro LMKNa M HeBGOMbLIOMY CHUXEHWMIO Macchbl
Tena [5]. B oTKpbIToM uccnegosaHunn L. Pkhaladze v coaBrT.
(2016) moHOTEpPaANUs MWO-UHO3WUTONIOM 3a 3 MeC CHu3una
Maccy Tena un UMT y neByuiek B Bo3pacte 13-19 net ¢ CINK4A,
OAHOBPEMEHHO HOPManuM30BaB WX [IUKEMUYECKMI Npo-
dunb [4]. Bonee TOro, MHO3MUTON NPENSATCTBOBAS YBENUYEHUIO
Maccbl Tena, CBA3aHHOMY C NMPUMEHEHWEM TOPMOHasbHbIX
KOHTpauenTtuBoB [5]. Mo gaHHbIM HeAaBHO ONy6/IMKOBaAHHOIO
0630pa (2023), No4TM BO BCEX MCCNEAOBAHUAX MHO3UTOSbI
HOpMann3oBanu xoTs 6bl HEKOTOPble MeTabosIMyecKkmue uu
ropMoHanbHble noKasatenn y noapoctkoB ¢ CIKA, xota
BE/IMYMHA ITUX M3MEHEeHWMK BapbupoBana [21]. MNpu 3aToM
nonb3a MMo-MHO3UTONa Yy noapocTKoB ¢ CINKA Bce elle ocTa-
eTcs HeonpeaeneHHoM No NpUYMHE OTCYTCTBUS BbICOKOKaYe-
CTBEHHbIX MccnefoBaHum [21].

MpumeHeHune. Y HELOHOLWEHHbIX U OOHOLIEHHbIX HOBO-
POXAEHHbIX MWO-MHO3WUTON MCMONb3YETCa B A03UMPOBKE
80 Mr/Kr/cyT BHYTPMBEHHO C MoOcAeayolwmMm nepexoaom
Ha 3HTepaNbHbIM MPUEM MO Mepe CTaHOBEHUS KOPMIEHHUS.
Tepanua npopomKaeTcs 4O LOCTUXKEHWS MOCTMEHCTPyasb-
HOro BO3pacTa (CyMMa rectalMOHHOr0 M XPOHONOrMYECKO-
ro Bospacta) 34 Heg vwAM OO BbIMUCKKM M3 CTauuoHapa.
B KpynHOM paHAOMW3WPOBAHHOM MCCNEA0BaHMM C y4acTUEM
122 HEOOHOLWEHHbIX AeTer MNPUMEHEHWEe AaHHOW CXeMbl
He COMpPOBOXJANOChb YBEAMYEHWEM 4HacTOTbl Hexenatenb-
HbIX peaKkuui Man KOMOPOUAOHbBIX COCTOSHUIM NO CpaBHEHUIO
¢ nnaue6o. MNMpn 3TOM CbIBOPOTOYHbIE KOHLEHTPALMU MUO-
MHO3MTONa [OCTUranu ypOBHEW, paHee MNpPOAEMOHCTPUPO-
BaBLUMX KIIMHUYECKYIO 3PDEKTUBHOCTb, a NPOdUIb NepeHo-
CUMOCTH Npenapata 6bln 6naronpUaTHbiM [22].

Y neten mnajlero WKOAbHOro Bo3pacTa C TPEBOXKHbIMHU
M 06CECCMBHO-KOMMYIbCUBHBIMU PacCTPOMCTBAMM B pamMKax
MUAOTHBLIX MCCNefOoBaHUM MCNoNnb30Bann 6ofiee BbICOKME
[03bl MWO-MHO3UTONA — Ao 200 Mmr/Kr/cyT nepopanbHo.
[axe npu Takon BbICOKOW A03€ HeXenaTeflbHbIX UBMEHEHUM
nabopaTtopHbIX NoKasaTenen KPpoBW, MEYEHU MU MOYEK He
BbISIBIEHO, 4YTO NO3BOJIAET paccMaTpMBaTb NOAOGHbIE CXEMbI
B Ka4yeCTBEe BO3MOXHbIX 4151 U3YHEHUS B MacCLUTABHbIX KK-
HUYECKMX UCNbITaHMSX [4].

MoapocTKaM C OXMPEHUEM, METabONUYECKMM CUHAPO-
MomM mnn CIMKA MWMO-MHO3UTON Yale Bcero HasHavatoT
B CyTO4YHOM fgo3e 4 r (no 2 r gBa pa3a B cyTku). OgHaKo
3TOT PEXMUM JO3MPOBAHMA OCHOBAH Ha pes3ynbraTax OAHOro
HebosnblIOro uccnegosanusa [4]. B apyrux uccnegoBaHusax
npeanoXeHbl anbTepHaTUBHbIE CxeMbl Npuema. Hanpumep,
V. Antoniotti u coaBT. (2025) nayyann KombuHaumo 6onee
HU3KOW CYTOYHOM A03bl MUO-UHO3MTONA — 2 T (M0 1 r ABaXK-
[bl B CYTKM) B KOMOBMHaLUMK C LMHKOM. B pesynbrate nevyeHuns
OTMEYEHO YBESIMYEHME KOHLIEHTpaLMK XOfecTepuHa Nivno-
NPOTEMHOB BbICOKOW nioTHOCTK (p = 0,05), a y NoaApoCTKOB
C BbICOKMM YPOBHEM OXMPEHUSA — CYLLECTBEHHOE CHUXKEHME
KOHLIEHTpauuM UHcynuMHa HaTowak (p = 0,014) 1 HOMA-IR
(p = 0,027) npu xopowen nepeHocumocTn [20].

MWO-MHO3UTON YacTO KOMOWUHUPYIOT C PONMEBON KUCO-
TOM B go3e 400 MKr, 4TO CBSI3aHO C MOTEHLMaNnoM TaKoro
COYETaHUS MOMOKUTENBHO BAUATL Ha MOKasaTenun yrneBoj-
HOrO M NUNUAHOro o6MeHa [16]. ATOT KOMMIEKC AOCTYMNEH Kak
aveTnyeckas fo6aBKa, KOTOPYD PEKOMEHAYIT MpUHUMMATb
anuTenbHo — oT 3 A0 6 Mec. OueHKa KIMHUYeCcKon addek-
TUBHOCTU NPOBOAMTCA MO AMHamuke nHagekca HOMA-IR, KOH-
LLeHTpaLMK MHCYIMHA U I0KO3bl KpOBKM HaTowak [20].

MpenapaTt xopoLo NEPEHOCUTCS M Bbl3bIBAET MUHUMaNb-
HOE KOMMYeCcTBO NO60YHbIX 3QDEKTOB. B peakux cnyvyasx Bos-
MOHO MOSIB/IEHWE TOLWHOTbI U rONoBHOM 601K, OTCyTCTBUE
Cepbe3HbIX MOBGOYHbIX PeaKkuui, HanpuMep BblpaxeHHbIX
KENyAOYHO-KULLIEYHbIX PacCTPOMCTB WM NaKTaTauugosa,
ABNAETCH BaXKHbIM NMPEUMYLLECTBOM MMO-UHO3UTONA Nepes
MeTdopMnHOM. OAHaKO cneayeT y4uTblBaTb, YTO OMbIT MPU-
MEHEHUS MUO-MHO3UTONA Y Malb4YMKOB AONy6EePTaTHOrO BO3-
pacta orpaHuyeH. OcHOBHasa Lenesas rpynna Ans UCnosb-
30BaHMS MHO3UTONA — MOAPOCTKM B nybepTtaTte, nmetolme
NPU3HaKK TMNEPUHCYIMHEMUKU. B 3TOM nonynsiummM MMo-UHO-
3UTONI MOXHO paccMaTpvBaTb KaK BO3MOMHYIO aNbTepHa-
TUBY METOOPMMHY WAW KaK AOMONHUTENbHbIA KOMMOHEHT
Tepanuu [20]. Hanpumep, B CpaBHUTENbHOM MUCCNed0BaHWUK
C y4yacTnem xeHuwuH ¢ CMKA 6bino nokasaHo, YTO MUO-UHO-
3UTON He ycTynaeT METOOPMUHY MO CTEMEHU CHUKEHUS UHCY-
NIMHOpEe3ucTeHTHocTH [20].

Peructpaums n paspewieHne Ha MCMosb30BaHue
y AeTteH. Ha Tepputopmn Poccum MHO3UTON HE 3aperucTpum-
pOBaH KaK fieKapcTBeHHbIM npenapat. OgHaKo OH AOCTyneH
B npogaxe Kak BA[l oTe4eCTBEHHOro U MMMOPTHOro Mpo-
M3BOACTBA M 06bIYHO MO3ULIMOHUPYETCA B KayecTBe cpen-
CTBa 415 NOAAEPHKKM PENPOAYKTUBHOIO 340POBbSA MEHLIMH
U obMeHa BellecTB. CornacHO MHCTPYKUMSM K Takum BA[,
NPUMEHEHME pacCYyUTaHO Ha B3POC/bIX: HAaNnpumep, B Onu-
caHuu RatioNutriLife Mno-MHO3MTON yKa3aHO A0O3UpOBaHKe
TONbKO ANs B3pocChbix (Mo 1 Kancyne B AeHb), a cpean npoTu-
BOMOKa3aHWN 3HavyaTca 6epeMeHHOCTb, FPyaAHOE BCKapMu-
BaHWe U UHAMBWOYaNbHas HENEePEeHOCUMOCTb [22—24].

OTaenbHO AETCKMM BO3pacT He YNOMWHAETCS, YTO noapa-
3ymMeBaEeT OTCYTCTBME MOKa3aHuM y geTen. Takum o6pasom,
Bpayn MOryT Ha3HayaTb MMO-MHO3MTON MOAPOCTKaM Mo cob-
CTBEHHOMY YCMOTPEHMIO, ONMPAsiCb Ha AaHHble UCCnefoBaHum
W ONbIT NPUMEHEHWS, HanpUMep, NP OXUPEHUN C UHCYIU-
HOPE3UCTEHTHOCTbIO Yy AeBylwek co CIMNKA. Ansa geten pony-
6epTaTHOro Bo3pacta NpPUMEHEHUE MHO3UTONA MPaKTUYECKU
He OMMCaHO M He pPeKoMeHayeTCcsl BBMAY OTCYTCTBUS AaHHbIX.
MNogyepkHem, 4To B Poccun HasHavyeHue WMHO3UTONa AEeTaM
BHE YCNOBUM KIMHUYECKMUX UCCNea0BaHUM AO/IKHO OCYyLEeCT-
BNIATLCS C OCTOPOXHOCTbIO U M0 BPaYe6HbIM KOHTPONEM.

BEPBEPUH

bepbepnH — pacTUTeNbHbIM ankanoui, U3BJEKaEMbIN
13 KopHen 6apbapuca (Berberis vulgaris), a TakKe 3010TOro
KopHs (Coptis chinensis), KaHaACKOro enTokopHs (Hydrastis
canadensis), OperoHcKoro suHorpaga (Mahonia aquifolium)
1 KyPKyMbl ApeBecHon (Berberis aristata) [25, 26]. bepbepuH
[laBHO WUCMONIb3YETCA B KUTAMCKOW TpaAULMOHHON MeauLU-
He, a B MocnegHue rofbl NpMBAEK BHUMAHWE KaK MOLLHbIN
AM®-aKTuBMpyoLWMA KuHasy (AMPK) ctumynaTtop ¢ adpdek-
TaMu, CXOAHbIMU C MeThopmuHOM [25, 26].

MexaHu3mbl geicrTBusi. bepbepuH noBbiWaeT Morio-
LWEHME MIOKO3bl MbILEYHbIMW KIETKaMM 3a CHET aKTUBaLMM
npoTenHKNHa3bl AMPK 1 ycuneHus TpaHcnoKaL My rioKO3HO-
ro TpaHcnoptepa GLUT4 Ha KneTo4yHyto membpaHy [25, 26].
B nevyeHn 3TOT ankanoug MHrMOUpPYeT MpPoLEecC IMIOKOHEeo-
reHesa, CHWas ypoBeHb runeprinkemumn [25, 26]. Kpome
TOro, 6epbepuH obnagaeT BbiparKEHHbIM AHTUAUMOTrEHHbIM
OENCTBMEM, KOTOPOE peanuayeTcs 3a CYeT MoAaBfeHUs
anbodepeHUMpoBKM NPeaannoLmMToB B 3pefble agunouuThl,
TEM CaMbIM NPENATCTBYS HAKOMIEHUIO XUPOBOW TKaHu [27].
BarKHbIM acrneKToM ero AencTBUSA ABNSETCA NPOTMBOBOCMA-
NMTENbHAasa aKTMBHOCTb, CBSAA3aHHas C BAUSHWEM Ha Makpoda-
M XUPOBOW TKaHW. lNoa Bo3aencTBnem 6epbepuHa Makpo-
darvn npuobpeTatoT aHTMBOCNaNUTENbHbIM M2-beHoTuUn, 4YTo
NPUBOANT K 3HAYUTENBHOMY CHUMKEHMIO NMPOAYKLMKU NPOBOC-
nanutenbHblX UMTOKMHOB (TNF-a, CCL2) [28].
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BmecTe ¢ Tem, 6epbepuH OKa3biBaeT HEraTUBHOE BNS-
HWe Ha PYHKLMK HEPBHOM TKaHW. Mo aaHHbIM |. Suciu 1 coaBT.
(2023) [29], 6epbepnH WHIMOUPYET MUTOXOHAPUANbHbIN
ObiXaTeNbHblA KOMMAEKC |, 3TO y)Ke Ha paHHMX 3Tanax BO3-
OEeNCTBUSA BeAET K AereHepaLnmn HEMPOHOB, YTO BbipaxKaeTcs
B YKOPOYEHUU U dparMeHTaLmm Ux OTPOCTKOB — OAHOM M3
CcaMbIX YYBCTBUTENbHbIX MApKEPOB HEMPOHANLHOIO MOBPEXK-
neHus. KnoyeBbiM GaKTopomMm, yeyrybnstoumm HEMPOTOKCHY-
HOCTb 6epbepnHa, BbICTynaeT MHTEHCUBHbIA OKCUAATUBHbIN
CTpecc, BO3HMKaOWMIA BCAEACTBUE HAKOMAEHUS aKTUBHbIX
dopM Kucnopoga M OAHOBPEMEHHOIO WCTOLLEHWUS BHYTPU-
KNETOYHbIX @aHTMOKCHAAHTHbIX pe3epBoB. B peaynbrarte 3T10ro
NPOUCXOAAT MOBPEKAEHUS MAKPOMOMEKYN KNEeTKU — 6en-
KoB, nunuaos u JHK, 4To cylecTBeHHO HapywaeT Ux GyHK-
LIMOHaNbHYI0 aKTUBHOCTb. Kpome Toro, npu MHrMGMpoBaHUu
KomMmnieKca | Habnwogaetcs pe3Koe HapyleHWe OKMUCK-
TeNbHO-BOCCTAHOBUTENLHOIO GanaHca KNEeTKWU, Bbl3BaHHOE
3HauyuTenbHbiM HakonneHnem NADH (pocT KOHLEHTpauuu
6onee 4yem B 10 pas), BCNEACTBME 4YPE3MEPHOro BOCCTa-
HoBneHns KodepmeHTa NAD* B NADH. lMogo6Hbin ancba-
NIAHC CYLEeCTBEHHO TOPMO3MUT MeTaboNMYEeCKUe peaKkuuu,
NPOBOLMPYS 3HEPreTUYECKYID HEeAOoCTaTO4HOCTb KIETOK.
[JONONHUTENbHBIM acrnekToM AencTBua 6epbepuHa aBnS-
loTCA nepeHanpaBneHne a30TOBbIAENEHNS WM aKTUBaLMS
KaTabonn3Ma aMWHOKWUCIOT, MPUBOASALLME K HAKOMIEHWIO
TOKCMYHbIX MPOMENKYTOYHbIX METABONNTOB, TAKMX KaK CaKKa-
ponuH (saccharopine), ammHoagunat (aminoadipate) u pas-
BETBJ/IEHHbIE KeTokucnoThl (branched-chain ketoacids). 3tn
coeauHeHnss 06nafaloT BblparKEHHbIM HEMPOTOKCUYECKUM
NoTEHLMANOM M accoLMMpoBaHbl C pasBUTUEM HeWpoaere-
HepaTUBHbIX COCTOSHUM [29].

Takum o6pas3om, 6epbepuH XapaKTepusyeTcs ABOK-
CTBEHHOW NpUpPOAON AEWUCTBUSA: C OAHOM CTOPOHbI, OH
OKa3blBaeT Bblpa)eHHble aHTUrMNepraMkeMuyeckue,
@HTUAUMNOTEHHbIE M MPOTMBOBOCMNANUTENbHbIE 3DdEKTDI,
C Apyron — crnocob6eH BbI3biBaTb BblpaxKEHHblIE M3MEHEe-
HUS, NPUBOASALLME K «HEMPOTOKCHYECKOM» MeTabosnye-
CKOW curHaTtype. NocnegHee yKasbiBaeT Ha HEOGXO0ANMMOCTb
OCTOPOXXHOr0 NpuUMeHeHus 6epbepuHa ¢ oba3aTeNibHOM
OLEHKOWN COOTHOLWEHMUS NoNb3a/PUCK U MOHUTOPUHIOM BO3-
MOXHbIX HEBPOJIOrMYECKUX OCOXKHEHNN.

ApPpeKTuBHOCTL. IPPEKTUBHOCTL OGepbepuHa npwu
OXMPEHUN U METABOMMYECKUX HapPYLUEHUSX M3ydyeHa npe-
MMYLLECTBEHHO Yy B3POC/bIX MNaLMEHTOB M MNOAPOCTKOB.
HecMoTpsi Ha orpaHM4YeHHOE YUCNO KIMHWYECKMUX uccne-
[OBaHWI C yHacTMeEM AeTel, HAaKOMNEHHble JaHHble 4eMOH-
CTPUPYIOT 3HAYUTENbHbIN TepaneBTUYEeCKUI NOTEHLMan 3To-
ro HyTpuLeBTUKa [26].

B nMNOTHbIX MccnegoBaHUSAX C NOAPOCTKaMu 6Gepbe-
PUH NPOAEMOHCTPMPOBA XOPOLIYI NEPEHOCUMOCTb U 3Ha-
yumoe cHueHne MMT, KoHueHTpauum oblero xonecre-
pYHA W WHCYIMHOPE3UCTEHTHOCTU [25]. BO3MOXKHOCTH
npuMeHeHns 6epbeprHa Kak NepcrneKTMBHOINO HyTpULIEB-
TUKa 415 KOPPEKLUUN OUCAUNUAEMUN Y AETEN C OXKUPEHNEM
M CeEMENHOW runepxosiecTepnuHemmen nogpobHO 06CYyK-
[JaloTcs M B CUCTeMaTUYecKux 0630pax M MeTaaHanmsax
[27, 30, 31], rae oH paccMaTpuBaeTCs KaK noTeHuuanbHas
anbTepHaTMBa WAW AOMONHEHWE K TPaAWLMOHHOW TMAonu-
nuaemMuyecKkomn tepanum B negumatpuun. Kpome toro, npea-
JIOXEHO pauMoHanbHoe co4vyeTaHne 6epbepuHa n omera-3
MPHBIX KUCNOT U KOPPEKLMUKU yrneBoaHOro obmeHa y nog-
POCTKOB C METAaBO/IMYECKMM CUHAPOMOM [B].

bonbluoe KoNN4YecTBo MccnefoBaHuii Ha B3POC/bIX NaLm-
€HTax C caxapHblM AnabeToM 2-ro TMNa TakxKe noATsBepxaa-
€T MHorouenesoe aencrame 6epbepnHa. CuctemaTtmyeckum
0630p 46 PKW nokaszan, 4to 6epbepuH Kak B MOHOTEpanuu,
Tak U B KOMOMHauMuM € 6a30BbIMM CaxapOCHMMKaLWNMK

npenapataMmu 3Ha4MTENbHO CHUXKAET L0 MMUKUPOBAHHOMO
remorno6uHa, KOHLLEHTPaLMIO MIOKO3bl HATOWaK U NoKasa-
Tenb HOMA-IR, a Takke ymepeHHo cHuxaeT UMT (B cpeaHeM
Ha 1,43 Kr/m2) [26]. [pyroi 0630p MoKasas, 4To Mpuem
6epbepuHa B go3ax = 1 r/cyT Ha NpPOTsSKEHUN = 8 Hej
BbI3bIBAET YMEPEHHOE CHUMKEHWE MaccChbl Tena y B3POC/bIX
C OXMPEHMEM — MNPUMEPHO Ha 2—3 Kr 3a Tpu Mecsua
Tepanuu [32]. bonee Toro, 6epObepmH CYLLECTBEHHO CHUXKa-
€T KOHLEHTpauuio TpuranuepuaoB, 0o6LLIero xosnectepuHa
W IMNOMPOTEMHOB HU3KOM NnoTHOoCTK [33, 34].

lpumeHeHne. Y B3pOC/NbIX B KayecTBe CTaHAapTHOM
[03bl npegnaraetcs ucnonb3oBatb 500 Mr 6epbepurHa no
2-3 pa3sa B CyTKM nocse eabl. B negnatpnyeckon npaktmke
CTaHZapT LO3MPOBaHUS He onpeaeneH, OAHaKo MMEoLM-
ecsl JaHHble NO3BONSAIOT peKoMeHAoBaTb AeTaM 6epbepuH
nepopanbHO B Ao3ax oT 10 mr/Kr/cyt go 250 Mr Ha oauH
npvem B 3aBMCMMOCTM OT BO3pacTa M Macchbl Tena pebeHka.
Mpn aToM cyTouHas fo3a 06bl4HO AENUTCS Ha Tpu npuema,
a Kypc npumeHeHus Bapbupyet ot 3 go 10 cyt [6, 30, 31].
B noapocTKoBOM BO3pacTe Yalle BCEero UCrosb3ylT CXeMmy,
aHanoruyHyto B3pocnon: no 500 Mr gBa pasa B AeHb nocne
npuema nuuum.

bepb6epnH BbI3bIBAET XKENYAOYHO-KULWEYHbIE PACCTPON-
cTBa (3anop wau gvapeto, cnasmbl) y 5—10% naumeHToB, 4TO
06bI4HO KOPPEKTUPYETCH CHUXKEHMEM [03bl UAW MPUEMOM
c nuwen [30, 35]. OauTenbHoe NpPUMEHEHME CYUTAETCS
OTHOCHTENbHO 6€30MacHbIM; B a3MaTCKMUX cTpaHax 6epbepuH
focTyneH 6e3 peuenTa gecatunetuamu. OgHaKo cneayer yyu-
TbiBaTb NOTEHUMaNbHblE IEKAPCTBEHHbIE B3anMMOLENCTBUSA
6epbepnHa (oH MHrnoupyetr CYP3A4 u P-rnMKonpoTewnH),
no3aToMy Npu OGHOBPEMEHHOM NMpUeme ¢ ApyrMMu npenapa-
TaMu (Hanpumep, LMKIOCMNOPUHOM) HYXKHa OCTOPOXKHOCTb.

Mpn Ha3HavYeHUn 6epbeprHa NOAPOCTKAM C OXKUPEHUEM
PEKOMEHIYETCH KOHTPONb MEYEHOYHbIX MPO6 M MUKEMMU-
yeckoro npoouns Kaxkable 3 mec. Ecan yepes 3-6 mec
He [OCTUraeTcs CHUXEeHWs MeTabOo/IM4ecKUX noKasaTenew,
6epbepuH OTMEHSIOT. B cnyyae NonoXXuTenbHOM OUHAMMUKM
NPMEM MOXHO NPOAoIKaTb ANuTenbHo. B uenom 6epbepuH
paccMaTpMBaeTCs KaK MNEepPCneKTUBHbLIA HYTPULIEBTUK MNpwU

MeTab0IM4ECKOM CUHAPOME W OXMWMPEHUU — HEKOTOopble
3KCNEePTbl Ha3blBaOT €ro «pacTUTENbHLIM aHanorom mMeTdop-
MuHa» [35, 36].

XoTs NpsiMbIX YKa3aHWi B neanaTpuyecKnx pekomeHaa-
LMAX MOKa HET, HaKoMIeHHble AaHHble NO3BOASIOT C OCTOPOXK-
HOCTbIO MCMNONb30BaTb 6epbepmrH y NOAPOCTKOB C BblPaxeH-
HOW WHCYNMHOPE3UCTEHTHOCTbIO WM HEMEPEHOCHMMOCTbIO
MeTdopMMUHa nog HabnwaeHnem Bpadva. Heob6xoaumo npo-
BeaeHue KpynHbix PKU ¢ yyactnem geten ans OKoHYaTesb-
HOM OUEHKU 3DPEKTUBHOCTM U Ge3onacHocTn B6epbepuHa
y 9TOM KaTeropmm naumneHToB C OXKUPEHNEM.

Peructpauuss M paspewieHMe Ha MCNoOJib30BaHHE
y Aerein. B Poccun 6epbepuH He peKoMeHAoBaH Ans
NIeYEHUS OXUPEeHUa unu auabeta, B TOM 4YucCne Yy AeTew,
M He 3aperucTpMpoBaH B KayecTBE CaxapOCHMKaloLWero
WAW TUNOAUNUAEMUYECKOrO NeKapcTBa. TeM He MeHee, Ha
POCCMMCKOM anTe4YHOM pPbIHKE MPUCYTCTBYET npenapar 6ep-
6epuHa 6ucynbdat, TabneTkn nNo 5 mr, UCNONb3YEMbIN KaK
}enyeroHHoe cpeactso [37]. KoHueHTpauma AeNCTBYOLLErO
BellecTBa B npenaparte H13Kkasa (5 Mr), B CBA3K C YEM MOKa-
3aHMA K ero MPUMEHEHUIO He CBSI3aHbl C MeTaboNnYeCKUMU
HapylweHnamu. B MHCTPYKLMK K Npenapaty AETCKMI Bo3pacT
He yKa3aH B KayecTBe MpoTMBOMoOKaslaHusa. B KavectBe
HYTPULUEBTMKA B KOMMEKCHON Tepanuu OOMEHHbIX Hapy-
LeHnn 6epbepuH B Poccuiickon deaepalmm AOCTyNeH Kak
BA/l (4acTo B KOMOGMHALIMK C MMKOIMHATOM XpoMa, BUTAMMU-
HOM Bg) ns KOHTPONSA mMacchl Tefla U YPOoBHSA caxapa, HO He
y oeten — 06bl4HO B onucaHum BALl ykazaHo: «[Ans aeten:



HET, MMHUManbHbIK Bo3pacT — 18 neT». Taknm ob6pasom,
opuuMnanbHO 6epbepuH paspelleH K MPUMEHEHUIO TOSIbKO
y B3pociblx. B geTcKon npakTuKe ero Mcnofb3oBaHWe BO3-
MOXHO NUWb HeodUuManbHO, NoL OTBETCTBEHHOCTb Bpa-
Yya, M TONbKO Yy MOAPOCTKOB B BO3pacTe, NPUOBAMMKEHHOM
K COBEPLUEHHONETHIO.

AWMHAOJIUIMETAH

3,3-AnnHponunmetaH (DIM) — 6M0aKTMBHOE BELLECTBO,
obpaasylolleeca npu paclenneHn WnHaon-3-kapbuHona,
KOTOpPbIV COAEPKUTCA B KPECTOLIBETHbIX OBOLLax (6POKKOH,
uBeTHas Kanycta). DIM u3BecTeH Kak moaynsatop obmeHa
3CTPOreHOB M NPOTUBOBOCMNANUTENIbHLIN areHT, U B KOHTEK-
CTE OXMPEHUS HaY4YHbI MHTEPEC BbI3bIBAET €r0 BANSHME Ha
agunoreHes [27].

MexaHun3m gencTBus. ViccneaoBaHus in vitro n Ha XXUBOT-
HbIX MOAENsX cBuMaeTenbcTBYIOT, 4To DIM OKa3sbiBaeT Bblpa-
KEHHOE B/IMSIHWME Ha KMPOBYK TKaHb M MPOLLECCHl aguno-
reHesa. TaK, B 3KCNepuUMeHTaslbHbIX MUCCNeLOoBaHUAX Oblio
ycTaHoBneHo, 4to DIM nogasnsieT aguddepeHUUpoBKY Nnpeau-
MOLMTOB, O YEM CBUAETENLCTBYET CHUMKEHUE SKCMPECCUM KItO-
YeBblX TPAHCKPUMLMOHHBLIX GaKTOPOB, Perynupyrowmx obpa-
30BaHue 3penbix agunouutos (PPARy, C/EBPa) [25, 27, 35].
MapannensHo DIM aktnBupyeT depmeHT USP2, yyacTByoLmm
B Jerpajauun MnpoTEMHOB, YTO OrPaHMYMBAET HaKomnneHue
NIMNUAOB BHYTPW XKMPOBbIX KNETOK U TEM CaMbIM NPENSTCTBY-
eT ux runeptpodun [27]. 3T MexaHU3Mbl MNOATBEPKAEHbI
Ha MoAenn MHAYLMPOBAHHOIO OXKMpPEHUs y Mbiwen, rae DIM
B go3e 50 Mr/Kr cyllecTBEHHO 3aMe1s/1 MPUPOCT Macchl Tena
MU CHWXan o06beM BUCLEpaNbHOW KMPOBOM TKaHW MO CpaB-
HEHWIO C KOHTPOJIbHOW TPYynmnon »MBOTHbIX [27]. Kpome BO3-
fencteus Ha agunoreHe3d DIM gemMOHCTpUpYET BblparKEHHbIE
npoTMBOBOCMaNUTENbHbIE CBOWCTBA. OH WMHIMOUPYET aKTu-
Bauuo daKtopa TpaHckpunuunm NF-kB, npuBoas K CHuMKe-
HWUIO YPOBHS NMPOBOCMANUTENbHbLIX LMTOKMHOB M OCnabneHuio
MakpodaranbHON MHOUNBTPALIMM KUPOBOKW TKAHM Y XUBOTHbIX
Ha BblcOKoXnpoBow ameTte [30]. IToT addEKT BaxKeH, MOCKONb-
Ky XPOHUYECKOe BOCMNaneHne ABAsSeTCs KYeBbiM naTtoreHe-
TUYECKUM DAKTOPOM OCIIOXKHEHUM OXKUPEHUS.

lMepcneKTUBbI KIMHUYECKOro npumMeHeHus. HecmoTtps
Ha MNepcneKkTUBHble pe3ynbTaTbl, MOJlyYEeHHble B 3KCMe-
pumeHTax in vivo [27], KNMHM4Yeckne uccnegosaHunsa DIM
NpU OXMPEHUU Y AETEN He NpoBoAMAN. HavaTbl NUAOTHbIE
ncenegoBaHusa DIM npu meTabo/iM4ecKoM CUMHAPOME U npe-
anabeTte, OAHAKO MX pe3ynbTaTbl ewe TONbKO OXKMAAoTCS.
B 0630pe, ocHOBaHHOM Ha aHanuse pesynbtatoB 22 PKU,
B KOTOpbIX M3y4anun adpdekTMBHOCTb DIM y naumeHTOoB pas-
JIMYHOrO BO3pacTa (Ha4ymHasa ¢ 2 fIeT), NOKa3aHo, 4YTo Yalie
BCero nHpon-3-KapbuHon, npegwectseHHnK DIM, ncnonb-
30Bann B Ao3npoBKke 5—10 Mr/Kr/cyT, 4TO COOTBETCTBYET
npumepHo 2—-4 mr/Kr/cyt ynuctoro DIM [38]. OgHaKo ogHo-
3Ha4yHbIX peKoMeHgaumn no pose DIM ana npumMeHeHus
y 340POBbIX MOAPOCTKOB B 3TOM 0630p€e He NPeACTaBeHO.

DIM MOeT 6bITb OXapaKTepmn3oBaH KaK OTHOCWUTENbHO
6e3onacHbIi: 00blYHble A03MpPOBKKM (100-200 mr/cyt) He
accouuupoBaHbl CO 3HAYMMbIMU MOBGOYHLIMU IdPEKTaMu.
Ha ocHoBaHWWM 3TOr0 HEKOTOPblE BPayYU-3HLAOKPUHOMOIM
[JonycKalT amMnupuyeckoe HasHadveHve DIM nogpoctkam
C NpuM3HaKaMu TUMNEPICTPOreHEMUU WM B pPaMKax KOM-
NIeKCHOM NPOTUBOBOCMAIUTENIbHON Tepanuu. Tem He MeHee,
ansa GopMnpoBaHUs opULMaNnbHbIX KTMHUYECKUX PEKOMEH-
Jaunin Heo6X0ANMbI pe3ynbTaTbl KPYMHbIX paHAOMW3UPOBaH-
HbIX UCcneaoBaHum.

Peructpaumsa n paspewieHMe Ha MHCMNoJsb30BaHue
y Aerei. B Poccum DIM He 3apeructpupoBaH KaKk Nekap-
CTBEHHOE CPeAcTBO. TeM He MeHee, OH JOCTYMNeH KaK KOM-
noHeHT BA/[. PoccuicKue npou3BoauTeNn npepnarator

6uonob6aBkm ¢ DIM, peKomMeHaya MX XKeHWWHaM (4ns Hop-
Manu3auun YpPoBHS 3CTPOreHoB, NpodunaKTMKKM mactona-
Tnn) [39]. N xoTs B MHCTPYKUMAX K TakuM BA/l Bo3pacTHble
pamMKuM NpsIMO He onpefenieHbl, N0 CMbICAY 3TU NPOAYKTHI
npegHa3Ha4vyeHbl 419 B3POC/bIX XEHLWMH (Hanpumep, noka-
3aHbl MPU KIMMaKTEPUYECKMX PaCCTPOMCTBaxX, MpeameH-
CTpyanbHOM CUMHApPOME, MacTanruu). [JeTCKuin BO3pacT He
durypupyet cpeam nokazaHnn. 3To NO3BONSET CYUTATb, YTO
oduumanbHo DIM npegHasHayeH TONbKO AN B3POC/bIX.
B poccuickon neguatpudeckon npaktnuke DIM He npume-
HAeTcs — HU Kak BA/l, HM Tem 6oJiee Kak neKkapcTBo. Takum
obpasom, ntboe ncnonb3osaHme DIM y NOAPOCTKOB C OXMK-
peHWeM Ha AaHHbIH MOMEHT HOCUT Cyry60 aKCnepumeHTanb-
HbIM XapaKkTep (B paMKax KIMHUYECKUX UCCIeA0BaHUNI).

APYIUE AKTYAJ/IbHBIE HYTPULIEBTUKH

Anba-nnnoeBas kucnora (AJIK) — aHTUOKCUMAAHT
MU KodaKTop MUTOXOHAPUanbHbIX pepmeHToB [40]. AJIK cno-
cobeTByeT 6onee apPEeKTMBHOMY 3axBaTy U MeTabonnuamy
FMOKO3bl MbIlWLAMKW, OLHOBPEMEHHO CHUMKAS OKUCIUTENb-
HbIn cTpecc [40]. B PKWU ¢ yyactnem 80 pgeTen B Bo3pacTe
8-16 net 3-mecs4Hbin npuem AJIK (600 Mmr/cyt) cHM3uN
Maccy Tena, UMT, koHueHTpauun nentnuHa n TNF-«, a Tak-
€ MOBbICU/T KOHLLEHTPaLMIO aAUMNOHEKTMHA MO CPaBHEHMIO
¢ nnaue6o [40]. B gpyrom uccnegoBaHuM He BbISIBAEHO
BAnaHua AJIK Ha ypoBeHb MMKEMUWM HaTOWAK WU KOHLEH-
Tpauun nunuaos [40]. AJIK paccmaTpuBaeTca Kak nepcrnek-
TUBHOE [JOMOJSIHEHME K AMETe MOAPOCTKOB C OXMPEHMUEM,
OCOBGEHHO MNpW CONYTCTBYHOLWEN WHCYTUHOPE3UCTEHTHOCTHU
[40, 41]. O6bi4HO AJIK HasHa4atoT B go3e 200 mr 2—3 pasa
B CyTKWU. lNpenapaTt xopolwo nepeHocuTcs (peako — xeny-
[OYHO-KULEeYHble cumnToMmbl) [40]. CneayeT OTMETUTb, YTO
B Poccuun npenapatbl TMOKTOBOW (anbda-nnMnoeBon) KUCIo-
Tbl 3apPErncTpMpoBaHbl KaK leKapcTBO (TOproBble Ha3Ba-
Husa: OKTonuneH, bepanmumoH mn ap.), HO Mx odbuuManbHble
noKkasaHusa — guabetmyeckas HenponaTus, 601e3Hu nedve-
HW — MpeanonaratT NPUMEHEHME B OCHOBHOM Yy B3POCbIX.
CornacHo 60/blIMHCTBY MHCTPYKUMI, AJTK npoTBOnoKa3aHa
nvuam go 18 net. Ee nucnonb3oBaHme y NOAPOCTKOB BO3MOXK-
HO NUWb NO nokasaHuto off-label nnu B ycnoBusax KnMHu4e-
CKOro nccnefoBaHus.

MonngeHosbl U 3KCTpaKTbl pacTeHUH. PactutenbHble
nonMPEeHoNbHble COEAMHEHUS (pecBepaTposl, KaTEXWHbI
3€e/1eHOr0 Yasl, KypKYMWH) NPUB/EKAIOT BHUMaAHWE KaK cpeg-
CTBa, CHMUXKalolWuMe BOCMajeHWe M OKUCAWUTENbHbIN CTpecc
npu OXupeHun. PecBepatpon (nosy4yaemblin U3 BUHOrpaaa)
B 9KCMEPUMEHTa/IbHbIX MOAENSAX yBenuumBan QpyHKLMOHaNb-
HYI0 @KTMBHOCTb MUTOXOHAPWM, CHUXKaN XUPOBYIO MHOUNLTPa-
LIMIO MEYEHN WM MOBbIWan YyBCTBUTENbHOCTb K MHCYAMHY [40].
OpaHaKo pesynbraThl KIMHUYECKUX UCCefoBaHU HEOAHO3HAY-
Hbl — B ogHom PKW nokasaHo Hebonbloe CHUXEHWE MacChl
Tena B pesynbrate NpuMeHeHus pecsepartpona [42], B Apyrux
3T0T addEKT noaTBepPKAeH He 6bin [43]. TeM He MeHee, pec-
BepaTpon cyuTaloT 6e30MacHbIM; y NOAPOCTKOB €ero uHorga
npuMeHsoT B go3ax ~100 Mr/cyT Kak aHTUOKCUMAAHTHYO noa-
OEPKKY OpraHnama, XoTs CTPOrnx MOKa3aHWM HeT.

KatexnHbl 3eneHoro 4asi (anurannoKaTexuH-rannar)
MOTYT HE3HA4YUTENbHO MOBbLIWATL 3HEepPro3aTpaThbl Yepes Tep-
MoreHe3 [44]. bbino NoKasaHo, YTO 3KCTPAKT 3e/1eHOro Yas
y B3POC/bIX AAeT AOMNOMAHUTENbHYIO noTepto ~1,3 Kr maccol
Tena 3a 3 Mec [44]. Y peten ynotpebneHue HecnagKkoro 3ene-
HOMO 4Yasi MAW NPMEM E€ro 3KCTPaKTa paccMaTpuBaeTcs Kak
6e30nacHoe AOMONHWUTENbHO CPEACTBO Tepanuu nauneHToB
C OXXupeHuem [44].

KypkymuH (nonvdeHon U3 Kypkymbl) ob6ragaeT Bblpa-
YEHHbIM MpPOTMBOBOCMANUTENbHBIM 3PDEKTOM (MHTUOUPY-
eT NF-kB), a Takke cnocob6CcTByeT HOpmManuM3auuu COoCTo-
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SAHMA MEeYeHW Mpu KMpoBOM renatose [41]. Y B3pOC/bIX
C OXXMpPEHUEM KYPKYMUH B Ao3e ~1000 mr/cyT B HEKOTOPbIX
nccneaoBaHuax NpUMBOAWI K CHUXeHUo UMT 1 OKpy*KHOCTH
Tanuu [41]. Onsa peten cneumanbHbiX peKoOMeHaaumMm HET.

MonudeHonbl U 3KCTPaKTbl PacTEHUN HE 3aperncTpupo-
BaHbl KaK NlekapcTBa B Poccuitckon denepalmn 1 AOCTYMHbI
NIWb KaK 4o6aBKK UK B cocTaBe nuwm. OHU He BKIIIOYEHDI
B neavaTpuyecKkne peKomeHalmmn, XoTs U CYUTalTCs OTHO-
cuUTenbHO 6e3onacHbiMU. Bpay MOXKeT nopekomMeHaoBaTb,
Hanpumep, 3eneHblin Yan 6e3 caxapa Uan NPSHOCTU C KYPKY-
MOW KaK YacTb 340POBOro paLuuoHa, Ho He 6onee Toro.

lNuweBble BosIOKHa. PaHee npeagnonaranock, 4to go6as-
JIEHWe pacTBOPMMOM KieTyaTKM (Hanpumep, rMoKOMaHHa-
Ha) 6yaeT CHMXKaTb anmneTUT U cnocob6CTBOBaTb MOXYAEHMUIO.
OpgHaKko no gaHHbIM PKW ¢ yyactmem 96 pgeten B Bo3pacTte
6—17 NeT C OXXUPEHMEM, TNIIOKOMaHHaH (3 r/CyT) He CHUXKan
Maccy Tena u UMT 3a 3 mec npumeHeHus [16]. bbino goctur-
HYTO HEeOBO0NbLIOE CHWMMKEHWE KOHLEHTPaLMWM XOnecTepuHa,
0flHaKO 6bl/10 3aPUKCUPOBAHO MOBLILWEHWE apTepUanbHOro
naBneHus K 12-v Hep y AeTen, NosiydaBlIMX [IOKOMaH-
HaH [16]. Takum 06pa3om, KneTyaTKy B BMAe A06aBOK npwu
OXMPEHUU Yy AETEN PYTUHHO HE PEKOMEHAYIOT — aKLUEHT
[enaeTcs Ha nuieBble BONOKHa B cocTaBe cbanaHCUpOBaH-
HOM OueTbl (0BOLWM, PPYKTbI, 3naKu). [lobaBKKM C KneTtyart-
KOW Kak neKkapctBo B Poccuiickon depepauunn He 3aperu-
CTpMpOBaHbI (KNeT4aTKka npojaeTca Kak nuuieBas gobaBKa
K paLWoHy), cneuranbHbIX paspelleHnin Uanm orpaHuyeHum
no BO3pPacTy HET, HO X 3PEKTUBHOCTb COMHUTEbHA.

K/IMHUYECKME ACNEKTbI NPUMEHEHUA

HYTPULEBTUKOB

Ctparernsi Ha3Ha4eHHus. HyTpULEBTUKM MPU OXKUPEHUU
y AETeN paccMaTpuBalOTCS KaK LOMNOSHMTENbHas Tepanus.
basncom neyeHus ocTalTcs AMeToTepanus ¢ HOPMOKa-
NOPUIHBIM cHanaHCMPOBaAHHLIM MUTAHUMEM W YyBeNWYeHUe
duM3MYecKon aKTMBHOCTH [1, 16], a Nnpu HEOBXOAUMOCTU —
ncuxonornyeckas nogaepKa ceMbu U MeAMKaMeHTO3Has
Tepanus (No nokasaHusam) [1, 16]. HyTpuUEeBTUKM Ha3HavatloT
[LOMNOSIHUTENBbHO, YTOGbI YCKOPWUTL HOpManuaauunio MeTabonu-
YEeCKMUX MokasaTenen u BOCNOAHUTb AePULMUT NUTaTeNbHbIX
BellecTts [1, 16]. Npn noagdbope HYTPULEBTUKOB YYUTbIBAKOTCH
UHAMBUAYaNbHbIE OCOGEHHOCTM MauMeHTa: HanuymMe WHCy-
JIMHOPE3UCTEHTHOCTK, CTeaTo3a nevyeHu, geduunta BUTaMu-
HOB, COMYTCTBYIOLLME SHOOKPHUHONATUM (TMnoTupeos, CIKA).
Mpyn HeanKoronbHOM KWPOBOW OGONE3HU MeYeHU MNOoSE3HO
no6aButb omera-3 MHXK. Takum o6pasom, HyTpULIEBTUYE-
CKUIM Npodunb Tepanuun nogbumpaeTcs rno noTpebHOCTSM.

Kom6uHupoBaHue cpegctB. [lonyckaeTcs COBMECTHOE
NPUMEHEHNE HECKOSIbKMX HYTPULEBTUKOB, OKa3blBaloLWMX
BAIMSIHWE Ha pas3nnyHble BUonormyeckne MuleHun. Hanpumep,
omera-3 KUPHbIe KMCNOTbl CNOCOBCTBYIOT CHUXEHUIO rUnep-
TpurnuuepmaeMmnn [6]. NpPobUOTUKM XapaKTEPU3YOTCA BbICO-
KOW COBMECTUMOCTbIO MPaKTUYECKKN CO BCEMM Mpenapatamu,
MCMONb3YEMbIMU B TEPanuU OXUPEHWs, BKIOYas MeTdop-
MUWH, NpeaynpexaatoT pa3Bute amapeun, acCouMmnpoBaHHOM
¢ NnpreMoM MeThOpPMUHaA, a TaKKe YCUINBAIOT ero Tepanes-
TMyeckum adodekT [4, 6]. MMO-MHO3UTOJT YacTO KOMOUHUPYIOT
C omera-3 XUpHbIMU KUcnoTamu npu nedveHmn CIK4A y noa-
POCTKOB, YTO CMOCOGCTBYET HOPMann3aL M MEHCTPYaNbHOMO
LMKNa, CHUXKEHUIO Maccbl Tena M HopManu3auuu nokasate-
nen nMnuaHoro obmeHa [4]. bep6epuH He peKomeHaytoT [29]
NPUMEHATb OJHOBPEMEHHO C METGOPMUHOM BBUAY CXOXKe-
CTV MEXaHW3MOB UX AEVNCTBUSA — NPeanoyTUTENbHO BbiGpaTh
O[IMH M3 3TUX NpenapartoB. BmecTe ¢ Tem, 6epbepunH 1 Npo-
OUOTUKM MOTYT AeNCTBOBaTb CUMHEPIMYHO, NOCKONbKY 6epbe-
PUH YacTUYHO peannsyeT cBou 3QDEKTbI Yepe3 N3MeHeHne
COCTaBa KMLEYHOM MUKPOBGUOTHI [29].

MoHMTOPHHI 3¢ PEKTUBHOCTHU. [TOCKONbKY HYTPULEBTH-
KW OEeNCTBYIOT NOCTENEHHO M 06/1aAatoT MPONOHTMPOBAHHbLIM
adppeKTom, Kputepnem abGEKTUBHOCTU CAYXKaT HE CTONIbKO
M3MEHEHUsT MaccCbl Tena 3a KOPOTKMI MPOMEXKYTOK Bpeme-
HW, CKONMbKO MOMOMMWTENbHAA AMHAaMUKa MeTabosIMYeCKmX
nokasartenen. Yepes 3—-6 Mec Tepanuu OLIEHUBAIOT AWHA-
MUKY MT, OKpY>KHOCTU Tanuu, NoKasaTenemn KpoBu (MoKo-
3a, WHCYIWH, NUNUAbl, nevyeHouHble depmeHTbl, 25(0H)D).
[onoXuTeNbHbIVM peldynbTaT — CTabunamaaumsa Unn CHUKeHe
SDS UMT (gake npu OTCYTCTBMM 3HAYUTENbHOIO CHUMXKEHUSA
Maccbl Tena NTMHeNHbIN POCT pebeHKa NPUBOAUT K «epepac-
TaHWIO» MaccCbl) B COYETAHUM C HOPMaNU3aLMnen 3Ha4YEeHUN
OMOXMMMUYECKUX MapKepoB. Hanpumep, Ha ¢oHe npuema
omera-3 MHMXK oxvgaemo cHwxeHue Tpurnvuepumaos [6],
Ha GOHe MHO3UTONa — CHUXKEeHWe nHcynmnHa n HOMA-IR [16],
Ha GoHe NPOBUOTUKOB BO3MOXHO CHUXEHWME KOHLUEHTpaLum
C-peaKTuBHOro 6enka [7]. Ecnu TakMx U3MEHEHUI HET, cre-
ayeT nepecMoTpeTb LienecoobpasHoCTb AalbHENLILEero npu-
emMa U1 NpoBepuTb KOMMIAeHC (MPUBEPKEHHOCTb Tepanunu)
pebeHKa (perynsipHocTb npuema J06aBKM).

be3onacHOCTb U MEPEHOCHUMOCTb. BONbLWMHCTBO HYTPH-
LEBTMKOB XapaKTepu3yloTcs BbICOKMM npodunem 6esonac-
HOCTM MPWU NpUMEHEHUN y aeTen. OMera-3 KUpPHbIE KUCNOTbI
6€e30MacHbl ¥ NnLb B PEAKMUX Cly4Yasix MOryT Bbl3blBaTb HE3HA-
YUTENbHbIK AUCKOMGMOPT CO CTOPOHbI XEeNyA04HO-KMLIEYHOrO
TpakTa. NpPo6MOTUKM KpanHe peaKko NPOBOLMPYIOT B3AyTUE
MBOTa; NpPU 3TOM Cny4yaeB MHOUUMPOBAHUA y aeTen 6e3
MMMyHogeduunTa He onncaHo. Muno-nHoauton u AJIK 06bI4HO
NMEepPEeHOCHATCS XOPOLLO, HEXenaTe/bHble PeaKUMU eAVHUYHbI
(Hanpumep, Npu NPUeEMe MHO3WUTONa MOXKET BO3HMKaTb Nerkas
TOWHOTa). bepbepuH MO CpaBHEHUIO C APYrMMMU HYTPULEB-
TMKaMM Yalle BbI3blBA€T raCTPOMHTECTUHAbHbIE MOGOYHbIE
3addpeKTbl — A0 10% naumeHToB cOoO06LLalOT O 3anopax Wau
crna3mMax B MBOTe [12]. B Takux cUTyauusax peKomeHayeTcs
CHM3UTb 03y WAM cAenaTb MepepbiB B Npueme npenapa-
Ta. MpnM KOMOGWMHALMKM HECKONbKUX HYTPULIEBTUKOB Ba)XHO
y4UTbIBaTb MNOTEHUManbHble B3aumogaenctBus. K npumepy,
BbICOKME [03bl PbiGbErO Mpa B COYETaHUU C BUTaMUHOM E
TEOPETUYECKM CNOCOBHbI YCUMIMBATb KPOBOTOYMBOCTb, MO3TO-
MYy MX OTMEHSIOT Nepe XMpypruiecKMMmn BMeLwaTebCTBamu.
BayKHO MOMHUTb O MOTEHLMaNbHbIX B3aUMOIENCTBUAX: 6epbe-
PUH, KaK OTMEeYanocb, MOXET yCunmBaTb aGOEKT rMnornmKke-
MUYECKUX NpenapaToB; BbICOKME A03bl OMera-3 n BuTamuHa E
TEOPETMYECKM MOBbLIWAIOT PUCK KPOBOTEYEHUM; MPOBUOTUKMK
HexxenaTe/lbHO MPUMEHATb MPU TAKENOM UMMyHoaedUuumTe.
Ho B Lenom HyTp1LEeBTUKM ropa3ao 6e3onacHee eKapcTBeH-
HbIX CPEACTB, PEKOMEHOBAHHbLIX AN Tepanuu OXUPEHUS.
[na cpaBHEHUS: eAUHCTBEHHbIMW 3aperncTpupoBaHHbIMU
npenapatamu Ans NeYEeHUs OXKMPEHUS Y NOAPOCTKOB OCTa-
oTca opauncTaT (¢ 12 neT) n HegaBHO OLOGPEHHbLIN Nuparny-
TMA (aroHUCT peLenTopoB MtoKaroHonogo6Horo nentuaa 1),
KOTOpblE XapaKTepu3yloTcs 3Ha4YMTENbHO 60Nee BblparKeHHbI-
MU HexenaTenbHbIMK apdeKTamm n TpebytoT CTPOroro Kiu-
HUYECKOro MOHUTOPUHTa. [103TOMY MPU OTHOCUTENBHO NIETKMUX
Gopmax OXXMpeHUst Bpayu Yalle oTAaloT NPeanoYTeHne HyTpu-
LEeBTMKaM B COYETaHMU C HEMEAMKAMEHTO3HbIMWU Mepamu,
oTcpoyMnBasi Havyano dapmakoTepanuv 4O BO3HWKHOBEHWS
60nee BblpaXeHHbIX KITMHUYECKUX NOKa3aHum.

OrpaHn4yeHunsi. HyTpuUEBTUKM He 3aMeHsoT cobow
6a30BbIX Mep Mo NPOPUIAKTUKE U NIEHEHMIO OXKMpPEeHUs. Ecnu
pebeHOK MPoo/MKaeT nonyyatb U3ObITOK Kanopui n BeCTu
MaslonoJABUMHbIN 06pa3 MW3HU, HUKAKME [06aBKM He
obecneyaT 3HAYMMOro M3MEHEHNS B COCTOSIHUM 340POBbLSI.
Poautensim Ba)KHO pas3bACHUTb, YTO HYTPULEBTUKU — JULLb
nomMoLLb, @ He «BoJilebHas TabneTkar. Takke HeobXxoaMMOo
NMOMHWTb, YTO Y AETEW C TAKENbIM OC/TIOKHEHHbIM OXKUPEHMUEM
(Hanpumep, ¢ agnabetoMm 2-ro TMna, rMNepToHMen BbICOKOW



CTEeneHn) MOXET noTpeboBaTbCsd MeAMKaMEHTO3HOE neve-
HUe (MeTPOpPMUH, opnucTat, a ¢ 12-neTHero Bo3pacta —
aroHWCTbl rtoKaroHonogo6Horo nentuaa 1) [44]. Hytpwu-
LIeBTMKM B TAKMX Cy4asx BbICTynatoT Kak CONpoBOAUTENbHASNA
Tepanusa ansg onTMMM3auun mMetTabonnMama U CHUKEHUs 03
nekapcts. [pn aToM Noa6op HYTPULEBTUKOB AO/MKEH OCY-
wecTBAsTbCA BpavyomM. Heo6XoaMMOo y4yuTbiBaTb COMYTCTBYIO-
LiMEe COCTOSIHUS: HAaNpuUMep, Npu OXXMPEHUU U cTeaTorenaTuTe
MOryT OblTb NOME3HbI OMera-3 U BUTaMUH E; npu oxupeHnu
1 peduumute sButammnHa B, — B nepByto ovepeb, HE06Xo4u-
MO BOCMOJIHUTb HEeJOCTaToK By, (Y4uTbiBas, 4TO METHOPMUH
YyCyryonsiet ero HexBaTKy); MPU OXUPEHUN U )KenesoaePuuu-
Te — A06aBUTb K le4eHUio npenapar Kenesa.

3AKJ/IIOMEHME

HyTPULEBTUKM ABNSIOTCSA BaXKHbIM AOMONHEHWEM B apce-
Hane cpeacTB NPOPUNAKTUKM U Tepanum OXXUPEHUS y AeTEN.
Owmera-3 MHXK, npobuotnku, nHosuton, 6epbepuH, AJTK
CNOCOGHbI KOppeKTUpoBaTb MeTabo/IMYecKne Hapylue-
HUS, ycunuBasa AevcTBUE AMETbl U PUIUYECKUX Harpy3oK.
B Poccuun 60bLIMHCTBO HYTPULEBTUKOB AOCTYMHbI Kak BALL
W paspeLlleHbl K MPUMEHEHMIO y AEeTEN (3a UCKITIOYEHUEM UHO-
3uTona, 6epbepuHa n DIM, KoTopble odUuLManbHO NOKa3aHbl
TONbKO Yy B3pPOC/bIX). HyTPMUEBTUKK AOCTAaTOMHO 6e30MacHhl,
4YTO OCOGEHHO BaXHO B negnaTpuu, U MoryT 6biTb Ha3Ha4YeHbl
npu OTCYTCTBUM CTPOrMX MPOTUMBOMOKa3aHwn. OgHaAKO OHM
LOMIXKHbI UICMONb30BaTbCA 0CO3HAHHO — C MOHUMAHWEM CBO-
WX OFPaHUYEHN U B COYETAHMU C OCHOBHbIMU MepamMu Tepa-
nun. Heo6XxoanMbl CTPOrMe KIMHUYECKUE MUCCNEeAoBaHMNa Ans
onpegeneHns aPpOeKTMBHOCTU M ONTUMaNbHbIX CXeM Npume-
HEHWS HYTPULEBTUKOB NPU OXMPEHUMN. YKe cenyac ACHO, 4To
KOMMJIEKCHbIM MOAXOA, BK/OYaOWMK KoppeKuuio obpasa
WU3HW, NCUXOIOMMYECKYIO MOAAEPIKKY, NPU HEOBXOAMMOCTH
MEANKAMEHTbl U HYTPULIEBTUKM, ABASETCH HEOOXOAMMbIM
YCNIOBMEM YyCMexa B pelleHnn 3TOM CNOXKHOW npobnembl —
OXUPEHUA Yy AETEN.
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leHeTudecKkas npeapacrioioXeHHOCTb K 3aHATUSAM U JOCTUMKEHMIO pe3y/bTaToB B CIIOPTE OCTAeTCsl aKTyaslbHOM TeMo#
Hay4YHbIX nccnegoBaHui. B 063ope paccMOTpeHbl pe3y/bTaTbl UCCIeA0BaHUN MreHETUHECKMX HaKTOPOB, acCOLMUPOBAHHbIX
C YPOBHEM [MOAMOTOBKU MPOGECCHMOHAIbHbIX CIOPTCMEHOB, B TOM YMC/I€ MOAPOCTKOB M IOHOLLIEN, OTMEYeHbl reHETUYECKME
MapKepbl U MeXaHM3Mbl, onpeaenstomne HeobblYHble COCOBHOCTH K 3aHATUSM pas/iMdHbiMK Bugamu cropta. O6cyKgatoTes
pPOJib reHEeTUKM YesloBeKa B Ccrieunduyecknx Bugax cropta, Taknx Kak eMHob0opCTBa M UNKINYECKUe BUAbl CropTa, reHeTu-
4YeCKune acreKTbl ICUX0/I0rMYeCKOM YyCTOMYMBOCTU CIIOPTCMEHOB C aKLUEHTOM Ha roc/iejHue Uccie0BaHns B 3TOM 06/1acTy.
KnioyeBble cnoBa: reHeTvKa, reHbl, CriopT, MCUX0JI0rM4ecKas yCcTonYMBOCTb, eAMHOO0PCTBA, UUKINYECKUE BuUibl CriopTa,
noAPOCTKH, IOHOLLIN

Ansa yntupoBanums: yrenb .M. [eHeTUYeCKasa NpeapacnoioXeHHOCTb K 3aHATUIO CMOPTOM Y NOAPOCTKOB U IOHOLWEN: 0630p
nuTepatypbl. Bonpockl coBpemeHHon negmatpun. 2025;24(5):353-360. doi: https://doi.org/10.15690/vsp.v24i5.2955

BBEAEHUE

B nocnegHue pecATMNeTMS FeHETUKa CNOPTCMEHOB,
[OGMBLUMXCA BbICOKMX JOCTUXKEHUIN, B TOM 4Yucne B chepe
npodeccnoHanbHOro cnopta, cTtana 06bEKTOM MHOIOYMC-
NEHHbIX Hay4HbIX M3biCKaHWi [1-3]. B pe3ynsrate o6Hapy-
YXEHO MHOMECTBO FEHOB, aCCOLMUPOBAHHbIX CO CMOPTUBHbI-
MU pesynbratamu [2, 4, 5]. U ecnu nepBoHayansHo, B 2005 T.
C pa3BUTUEM OMPEENEHHbIX CMOPTUBHbLIX HAaBbIKOB Oblv
cBfA3aHbl BapunaHTbl 187 reHoB, B 2009 r. 370 KONN4YECTBO
B03pocno Ao 239 [4]. K 2020 r. cn1CcoK reHoB-KaHaMAaToB
6bIn coKpaueH Ao 220 No3unuuMi NO NPUYUHE UCKITIOYEHUS
HEKOTOPbIX FEeHOB W3-3a HeybeauTeNlbHOCTU pPe3yNbTaToB
UCCNefOBaHNUM «Cnydan — KOHTPOJib» [2]. B HacToslwee Bpe-
MS1 YCTaHOBJ/IEHO, 4YTO BapuaHTbl 252 reHOB acCoLMMpoBaHbl
€O cTaTycom crnopTcmeHa: 45% cBs3aHbl C BbIHOCIMBOCTbIO,
38% — ¢ mMouwHocTbto, 17% — ¢ cunon [1]. Kpome TOro, no
[JaHHbIM psaAa uccnefoBaHUM, MOKa3aHo, YTO C BbICOKMMM
CMOPTUBHBIMW AOCTUMKEHUAMU accouunpoBaHbl 128 reHoB

llya M. Zhugel

(cm. Tabnuuy) [1, 3]. B HebGonbWOM KONMYecTBe Hay4HbIX
paboT M3y4anu NCUMXonormyeckme ocobeHHOCTM crnopTcMme-
HOB [6—8], a TaKXXe PUCK BO3HWUKHOBEHWS TpaBm [2, 3].
B psige uccnegoBaHMM y4acTBOBanWM MOLPOCTKM-CMOPT-
cMeHbl [9, 10]. C yyactvem peTten Mnafuwero Bo3pacTa
(no 10 neT) TakMe uccneaoBaHUs He NPOBOANIIN.

BONbLWMHCTBO reHeTUYECKUX UCCNefoBaHnin Knaccudu-
LIMPYIOT CNOPTCMEHOB Ha ABE rpynnbl Ha OCHOBE npeobna-
Jaownx MetabosM4ecKnx noTpebHocTen, 06YCIOB/IEHHbIX
TPEHUMPOBKAMWU WU COPEBHOBAHUSAMW, — CMOPTCMEHDI,
OpPUEHTUPOBaHHblIE Ha aHadpobHble WMAM Ha a3pPobHble
Harpysku [12, 13]. OgHOBPEMEHHO MPOAOSIKAKOTCA UCCe-
[OBaHUS CBA3MU reHeTUYeCcKnx GaKTopoB CO CMOPTUBHbLIMU
NPEeAnoYTEHUSIMM U yCrexaMn B TaKux AUCUMMANHAX, KaK
eAnMHOBOoPCTBa, UMKAMYECKMe BMAbl cnopTta. [MoapoCTKM
M IOHOLKM, HaxoasLmMecs B CTaguMu aKTUBHOIO GU3NYECKOro
M FOPMOHANbHOIO PasBUTUSA, ABASIOTCA OCOGEHHO BaXHOM
rpynnon ans U3y4eHus aTx BONpoCoB.
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Ta6nuua. [eHbl NpeapacnoNoXKeHHOCTH K yCnelwHoW CNopTUBHOM AEATEIbHOCTU MO KAtoYeBbIM GEeHOTUMMYECKUM NpU3HaKkam [1, 3, 6, 11]
Table. Susceptibility gene for successful sports activity by key phenotypic characteristics [1, 3, 6, 11]

®deHoTMNHYECKUE leHbl cepaevHo-cocyancTomn leHbl meTa6onnsma leHbl nonepeyHo-nosocaTon
NPU3HaKKU cUCTEeMbI 1 3HepreTMYecKoro o6mMeHa MbILLIEYHO! TKaHU
BbicTpoTa peaKumu ACE PPARA, PPARG, PPARGC1 ACTN3, AMPD1
MblweyHas cuna ACE PPARA, PPARG, PPARGC1, UCP2 ACTN3, AMPD1
BbiHOCAMBOCTb AGT, AGTR1 PPARA, PPARGC1A ACTN3, AMPD1

MbiweyHaa macca

ACE, NOS3, AGT, IGF1, VEGF

PPARGC1A, AMPD1, CPT1B,
UCP2, MTOR, SLC2A4, CKM

ACTN3, MSTN, IGF-1, MYOD1,
MYF5, MYOG, TNNT1/1/2/3

PasBuTHE CKOPOCTU M CUNbI

ACE

PPARA, PPARG, HIF1A, AR

ACTN3

lNpumevarme. ACE — reH, KOAUPYIOLWLMI aHTMOTEH3UHNpeBpaLLatowm ¢epmenT; AGT — reH, KoaMpylowmnin aHrmoteHsnHoreH; AGTR1 — reH,
KOAMPYIOWNIA aHrMoTeH3nH 2 peuentop 1; PPARA — reH, Koaupylowmi anbda-peLentop, akTuBMpyeMbIA nNponndepaTopom NePOKCUCOM;
PPARG — reH, KOAUPYIOLLMI raMmma-peLLenTop, akTuBUpyemMblin nponudepatopom nepokcmucom; UCP2 — reH, KOAMpPYOLWMIN pa3o6LuatoLmm
6enoK 2; AR — reH, KogupyloLwun aHaporeHoBbin peuentop; HIFIA — reH, KOAUPYOLWKI cyebeanHuLy anbda daKktopa, MHAYLMPYyEMOro
runokecuen, 1; ACTN3 — reH, koanpyrowmii anbda-akTuHuH-3; AMPD1 — reH, Koavpyowmin ageHo3nHMoHodocdataesammHazy (M-uzodpopmy);
CPT1B — reH, KOaUpyloLWnn KapHUTUHNanbmutountpaHcdepasy 1B; MTOR — reH, KOAUPYIOWMIA MEXaHUCTUYECKYIO MULLIEHb panamMuLumnHa;
SLC2A4 — reH, KOAUPYIOLWMI MIOKO3HbIN TpaHcnopTep, TUN 4; CKM — reH, KoanpyoLwWwmuii KpeaTuHKMHa3y MblwLbl; MSTN — reH, Kogupyowui
muocTtatiH (GDF8, poctoBo dpakTop anddepeHunpoBKku 8); IGF1 — reH, KOaUPYOLWUA MHCYIMHONOA06HbIM dakTop pocTa 1; MYOD1 — reH,
Koaupytownin 6enok gubdepeHunpoBkn MnobnacTtoB 1; MYF5 — reH, KOAUPYIOLLKUA MUOTEHHbIM dakTop 5; MYOG — reH, Koampyowuin Muore-
HWH; TNNT1/1/2/3 — reH, KOaUpYoLWwmuit TPONOHUH T (MeANeHHbIN, cepleyHbli, BbICTPbIA TUMbI).

Note. ACE — gene encoding angiotensin-converting enzyme; AGT — gene encoding angiotensinogen; AGTR1 — gene encoding
angiotensin 2 receptor 1; PPARA — gene encoding peroxisome proliferator-activated receptor alpha; PPARG — gene encoding peroxisome
proliferator-activated receptor gamma; UCP2 — gene encoding uncoupling protein 2; AR — gene encoding androgen receptor; HIF1A — gene
encoding hypoxia-inducible factor 1-alpha; ACTN3 — gene encoding alpha-actinin-3; AMPD1 — gene encoding adenosine monophosphate
deaminase (M-isoform); CPT1B — a gene encoding carnitine palmitoyltransferase 1; MTOR — gene encoding mammalian target of rapamycin;
SLC2A4 — gene encoding glucose transporter, type 4; CKM — gene encoding muscle creatine kinase; MSTN — gene encoding myostatin
(GDF8, growth differentiation factor 8); IGF1 — gene encoding insulin-like growth factor 1; MYOD1 — gene encoding myoblast differentiation
protein 1; MYF5 — gene encoding myogenic factor 5; MYOG — gene encoding myogenin; TNNT1/1/2/3 — gene encoding troponin T

(slow, cardiac, fast types).

FEHETUMECKME MAPKEPbDI YCNEXOB B CITOPTE

[eHeTH4ecKaa npeapacnooXeHHOCTb — MOHATHE,
XapaKTtepusylouiee ntobble MU3BMEHEHUSI TeHOTMNA, KOTopble
MOMYT MOBAMATb Ha GEeHOoTUN, noj AEWCTBMEM HEreHeTu-
yeckmx ¢aktopoB [14]. N3MeHeHUs reHOTMNOB, Beaylue
K CHWMXXEHWIO WM MOBbILWEHUIO 3KCNPECCUM FEHOB, MOTMYT
NPMBECTU K Pa3BUTUIO NaToNOrnyecknx GeHoTunoB B Buae
MHOropaKTOpHbIX 3aboneBaHuin [15-17]. OgHaKO HeKoTo-
pble UBMEHEHWUSI TEHOTMMOB, aCCOLMMPOBAHHbIE, KaK npa-
BMW/I0, C NOBbILEHHOW 3KCNPECCHMEN TEHOB, MOIYT NPUBECTH
K M3MeHeHMsM MeTabosIMYecKuMx npoueccoB (nnactuye-
CKOro o6MmeHa, MpoAyKLMK 3HEepruu), acCoLMMpOBaHHbLIM
Cc 66nblWKM GU3MYECKMM pa3BUTMEM OpraHuM3ma. B coso-
KYNMHOCTM C PUIMYECKOW MOArOTOBKOW TaKWe W3MEHEHUS
W OnpeaensioT reHeTUYECKY0 NpeapacnofioXeHHOCTb HEKO-
TOpbIX toflIen He TONMbKO K 60/iee BbICOKUM CMOPTUBHbLIM
[OCTUXEHMSM, HO U K pa3nnyHbiM BMAam cropTta [3, 12, 13].

MHOXEeCTBO reHOB CBfi3aHbl C OMNpefeneHHbIMU Crnop-
TMBHbIMW KadvecTBamu. Hanpumep, reH ACTN3 Koaupyet
6enoK anbda-aKTMHUH-3, UMeIoLWMn KIoYeBOe 3HayeHue
ON9 MblleYyHoW cunbl [18] 1 6bICTPbIX B3PbIBHbIX ABUXEHUM
[19-21]. HeKkoTopble BapuaHTbl 3TOMO reHa CBA3aHbl C BbICO-
KMMU CMNOPTUBHbIMU pe3ynbTaTaMy MHAMBWUAYYMOB, 3aHUMa-
IOLMXCA CUIOBLIMU BMAaMK crnopTa: 60aubunguHrom [22],
CNpUHTOM [23] 1 TsKenow atnetvkon [18]. I3ToT addeKT
y TOMO3MroT no annento R577X o6bsACHAETCS TEM, YTO TeH
ACTN3 B TaKuX Cnyyasix He 3KCnpeccupyeT anbda-aKTUHUH-3
B CapKoMepax GbICTPbIX MbILIEYHbIX BOIOKOH, YTO NPUBOANT
K YMEHbLLIEHUWIO AONMN TAKWUX BONIOKOH Y CMELLEHMIO MbILLIEYHO-
ro meta6osiM3mMa B CTOPOHY 6051ee BbIHOCIMBOr0o, a3po6HO-
ro Tuna. Kak cneacteue, npodeccroHanbHble CrnOPTCMEHbI
C TaKMM reHOTMNOM MOKa3blBatoT XyAlre pe3ynbraTbl B CKO-
POCTHbIX U CUNOBbIX Bnaax cnopta [23, 24].

leH PPARA (peroxisome proliferator activated receptor
alpha) kogupyeT peuentop anbda, akKTMBUPYEMbIA Mpo-
nudepaTtopoM NEPOKCUCOM, KOTOPbIA ABNSETCS OOAHUM W3

rMaBHbIX PerynsaTopoB obmeHa nvnuaoB [25] M MIOKO3bI,
y4yacTBysl, TakMM 06pa3oM, B 3HEPreTM4ecKoM obMeHe Kie-
TOK [26]. benok PPAR-anbda aKkcnpeccupyeTcs B YCI0BUAX
gebuumTa aHeprun n obecneynBaeT akTMBaLMIO MUTOXOHS-
pUanbHOro Nyt 6eTa-OKUCIEHUS KUPHbIX KMCAOT, YTO Mpu-
BOJAMT K MOBbILIEHUIO CUHTE3A MOJIEKYN aAeHO3MHTpUbdOC-
daTta (ATD), 4yTO, B CBOIO 0Yepedb, MOXKET CNoco6CTBOBATb
MOBLILUEHNIO BbIHOC/IMBOCTM OpraHuama [27, 28]. Takum
o6pa3oM, OH MOXET OKa3blBaTb BAWSHWE Ha a’3pobHble
CMNOCOBHOCTHU YenioBeKa (CNOCOBGHOCTU K GUBNYECKON aKTUB-
HOCTM HU3KOM WMHTEHCMBHOCTM, B KOTOPOW KKCNopon siBAs-
€TCSl OCHOBHbIM MCTOYHMKOM 3HEPIUKU) U TPEHWPOBAHHOCTb
B LIMK/IMYECKMUX BMIAX CMOpTa, TaKMX Kak rpeéns, MmapadoH,
OVaTNOH, TPUATIOH, 6GEroBble NblXKK, NNaBaHUe, KOHbKOBOEXK-
HbIV CNOPT M WoccerHbIn BenocnopT [29, 30]. Cpean cnoprt-
CMEHOB C BbICOKMMW CMOCOBHOCTAMM (y4acTue B HaLMO-
HanbHbIX M MEXAYHapoAHbIX YeMMMOHATax) B BMAax cnopra
Ha BbIHOCNMBOCTb (rpebns, mapadoH, 6uaTnoH, TPUATIOH,
6€eroBble JIbKK, NNaBaHWe, KOHbKOOGEXHbIV CMOPT M LWOCCEN-
Hbl BENOCNopT) 06HapyxeHa 6onee BoicoKas (95%) yactoTta
rOMO3WIOTHOro BapwuaHTta rs4253778 (G833E) reHa PPARA
B CPaBHEHWW C KOHTPOJIbHOM rpynnon (5%) — mManonoaBuK-
Hble M@ MM Anua, KoTopble He 3aHMManncb COpeBHOBA-
TeNbHbIMM BUaamu cnopta [31].

BaxHoe 3HayeHue gng GU3NYECKOM MNOArOTOBIEHHO-
CTW CMOPTCMEHOB UMEIOT FeHbl, KOHTPOAMpYoLWME DYHKLMIO
cep/levyHo-coCyancTon cucTembl, Hanpumep red ACE, Koau-
pylOWKWIA aHrMoTeEH3MHNpeBpawatowmn depmeHt. Tak, Mo
OaHHbIM MeTaaHannsa (2022), ¢ BbIHOC/IMBOCTbIO B CNoOpTe,
0COBEHHO TEX, KTO 3aHUMaEeTCH LIMKITMYECKMMU (a3POOHbIMK)
BMAaMM CropTa, accoummpoBaH BapuaHT reHa ACE 1/1 [32].

B uenom reHeTnyeckue mccnefoBaHUa MNOATBEPHKAAIOT
rMnoTe3y 0 HaNM4YuK «ONTUMaNbHbIX» FEHOTUMOB ANSA TeX UK
WHbIX BUZoB cnopTta [13]. OgHaKo cneayeT METb B BUAY, YTO
reHeTMYecKasi NpeapacnoioKEHHOCTb He SABASETCS eauH-
CTBEHHbIM (AKTOPOM, OMpeAenstowmMmM ycrnex cropTcMeHa.



BaxHO yuuTbiBaTb MNPOAOIKUTENBHOCTb U 3PPEKTUBHOCTL
TPEHUPOBOK, PaBHO KakK M MCUMXO3MOLMOHANbHYIO YCTONYM-
BOCTb K CTPeccCy, TPEBOXKHOCTU U HeyaadaMm B cnopTe [33].

FEHETUYECKAS NPEAPACMOJIOKEHHOCTb

K 3AHATUAM CNMOPTOM Y NOAPOCTKOB

MoapocTkM npoxoasaT 4vepe3 Galdy aKTMBHOrO pocTa
WM pa3BUTUSA, KOraa reHeTMyeckass npeapacnosioKEHHOCTb
HaYyMHaeT NposBAATLCS B deHoTune. Hanpumep, oHa MOXKeT
onpenensTb, Kak 6bICTPO NOAPOCTOK, 3aHUMAIOLLUIACS Cnop-
TOM, HabepeT MbllleYyHylo Maccy, Kak apdeKTUBHO 6yaeT
BbIMOMHATE YNPaXKHEHUS U KaK 6yaeT npoTeKkaTb npoLecc
BOCCTaHOBJIEHMS NOCe TPEHUPOBOK [1, 3]. B atom nepunoge
BaXHYIO PO/b UIpatoT reHbl, OTBEYalolWMe 3a POCT MbILL,
MeTabonn3M ¥ BbIHOCIMBOCTb [34—36]. B yncne Takmx reHoB
ynomuHaetcs reH ACTN3, reHotun R577X KoToporo cesi3aH
C ad9pO6HON BbIHOCIMBOCTLIO NOAPOCTKOB (13-15 neT), npo-
deccroHanbHO 3aHnmatowmxcs dytéonom [9]. MpusoasaTcs
cBUAeTeNbCTBa CBA3M BapuaHtoB reHa VDR (vitamin D
receptor) peuentopa ButTammnHa D ¢ mMbiwevyHon cunon [37].
Cam BUTaMMH D NONOXKMTENbHO BAMSET Ha MbILLEYHYIO
aKTUBHOCTb, NPOU3BOAMUTENIbHOCTb, MOAY/IMPYET TPaHCMNOPT
docdaTta 1 KanbLna Yepe3 MeMbpaHbl MbILLEYHbIX KIETOK,
a TakKe MmeTabonnam GochonnnuaoB, MHAYLMPYET 3KC-
NPECCUI0 HECKONbKUX MUOTEHHbIX GaKTOPOB TPaHCKPUMLMK
N pa3mMepoB MMUOTYBYNSPHbIX BOSIOKOH, KOTOPble COBMECT-
HO BNIMSIIOT Ha COKpaTUTENbHblE dUNAMEHTLI, YTO B UTOre
NOJIOXMUTENIbHO CKa3blBaeTCH Ha TPEHMPOBKax 3a CYET yBe-
NIMYeHUsa pasMepa U Cuibl MbllL, B TOM YUCNE Yy MONOAbIX
dyt60nU1cTOB [38, 39]. ccnegoBaTeny 0TMeYaloT, HTO O4EHb
HU3KKE KoHLUeHTpaumn 25(0H)D asnsatotca paKkTopom, orpa-
HUWYMBAIOWMM YCMNELWHOE yyacTue B COPEBHOBATENbHbIX
Buaax crnoprta. BnuaHune 25(0H)D Ha aHepreTnyeckue BO3-
MOXHOCTKU CMOpPTCMEHa onpefenser 3proreHHbln adpodekT
BUTaMunHa D Ha BbIpabOTKY CWbl U AONTOCPOYHbLIA MOMO-
XUTENbHbIM 3PdEKT Ha cynepKoMneHcauuto (NpeBbllleHne
WCXOOHOro YpOBHA PaboTOCNOCOBGHOCTU MOCNEe Harpyskwu)
W, cnefoBaTeNibHO, Ha MONOXWTENbHbIE 3POEKTbl TPEHM-
POBOK B TeYeHWe ANUTEIbHOIrO Nepuoga BPEMEHM (TO eCTb
CrnopTMBHOM Kapbepsbl) [39]. OgHako B nnaue60-KOHTPOIU-
pyeMOM WcCCnefoBaHUKU 3-€THEr0 Kypca exeHeLenbHOro
nepopanbHoro npuema ButaMumHa D5 WKONbHUKaMK B BO3-
pacte 6-13 net ¢ AedULUMUTOM 3TOro BUTaMMHa He OBHapy-
EHO YBENIMYEHUSA CUbl XBaTa, B3PbIBHOW MOLLHOCTU HOT,
NMUKOBOro MNOTPEBGNEHUS KMCNopoAa MM OBGBbEMHbIX MOKa-
3aTefien Nerkux Kak B LLenom, Tak U B noarpynnax, onpege-
JIEHHbIX MO MOy, YTO MOXET rOBOPUTbL O BCMIOMOraTelbHOM
PO/ AAHHOrO reHa B 3aHATMSAX CMOPTOM B MOAPOCTKOBOM
Bo3pacTe [40]. B He6onbLlOM mUccnegoBaHuu (n = 55) 6bina
rNnoKasaHa MOoJIoXMUTeNbHaa CBA3b BapuaHToB reHa VDR
Fokl (rs2228570), Apal (rs7975232) n Bsml (rs1544410)
¢ 60/51ee BbICOKOW MbILEYHON MaCCOM Yy 3/IUTHbIX MOMOAbIX
(15-18 neTt) GyTt60nUCTOB. TaKKe OOHapy:KeHa MNONOXM-
TenbHas cBA3b BapuaHTa Bsml reHa VDR ¢ 60/51iee BbICOKO#M
MacCcon MKPOHOXHbIX MbllwL,. bonee Toro, aHanu3a ranaotuna
NpW HEPaBHOBECHOM CLIEMNEHUN OJHOHYKIEOTUAHbIX Bapw-
aHToB Apal/Bsml reHa VDR nokasasn, 4To 3TOT raniotun
oTpuLaTeNnbHO CBA3aH C NAOWaAbio NONePEYHOro cevyeHums
MKPOHOXHBbIX MblwL, (calf muscle area) [10].

Mpeanonaraetcsl, YTO reHeTMYecKas AMarHoCTUKa y noa-
POCTKOB, TO/IbKO HayuMHalOWMX CBOK Kapbepy B crnopTe,
MOXET CTaTb MONE3HbIM MHCTPYMEHTOM ANS1 NMPOrHO3MpoBa-
HUSE MX CMOPTMBHBIX YCNEXOB M ONTUMM3ALMU TPEHUPOBOY-
HbIX nporpamm [16]. BeposTHO, NOAPOCTKM C ONpeaeneHHbl-
MU reHETUYECKUMU BapuaHTamu MOryT UMETb eCTECTBEHHYIO
NpPeapacnoNoXXeHHOCTb K Pa3BUTUIO MbllUEYHOWM MacChbl MK
BbIHOC/IMBOCTU, YTO MO3BOMUT UM aJanTMpoBaTthcs K 6onee
WHTEHCMBHbBIM Harpy3kam. Pa3paboTKa nepcoHanmM3npoBaH-

HbIX MOJAXOA0B B CMOPTE, OCHOBAHHbIX HA MHAWBUAYANbHbIX
rEHETUYECKMX OCOBEHHOCTHAX, BO3MOMXKHO, CNOCOOGHa MOBbI-
CUTb 3PDEKTUBHOCTb TPEHUPOBOK, YTO UMEET 0COO0E 3HaYe-
HMEe B MOAPOCTKOBOM BO3pacTe, Koraa OpraHM3m HaxoauTes
B CTafMu aKTMBHOro pocTta. OgHaKo He0OX0ANMO YYUTbIBaAT,
4yTo dM3nYyecKaa NoAroToBKa, TPEHWPOBKMK, NIMYHAA MOTHU-
BaLMa, GM3NYECKOEe W MCUXONOrMYECKOEe COCTOSIHUE TaKKe
UrpatoT BakKHytO POsib B CTAHOBIEHWUM CMOPTUBHbIX HABbIKOB.

FEHETUYECKASA NPEAPACMOJIOKEHHOCTb

K EAMHOBOPCTBAM

EanHob6opcTBa (60Ke, 6opbba, 431040, TXAKBOHAO) BN
foTcs cneumMdUYecKMMU BUaaMK crnopTa, 3aHATUS KOTO-
pbiMU TPEBYIOT BbICOKOM CWJIbl, CKOPOCTU, KOOPAMHALIUK
N NMCUXMYECKOMN YCTOMYMBOCTH. [EHETUYECKME UCCeaoBaHMS
NOKa3bIBalOT, YTO AN JOCTUMKEHUSA ycrexa B eAMHo60opcTBax
OCOOEHHO BaKHbl TakKWe XapaKTEPUCTUKMK, KaK ObICTpble
pedneKchbl, MblleyHas cuna, BbIHOCAMBOCTb M CNOCOBHOCTb
K BoccTaHoBneHuto [1, 3, 6]. Tak, Hanpumep, ob6Hapyxe-
HO, 4YTO Cpeau CMoPTCMEHOB, 3aHUMAalOLWMXCH GOEBbLIMM
BMAaMK cropTa, Bbllle 4YacToTa BapuaHToB rs7181866
1 rs8031031 reHa GABPB1 [41], KOTOpbIM ABNAETCH O4HUM
M3 TNaBHbIX PErynaTopoB OGYHKUUMU MUTOXOHAPWIA [42]
M CNOCOGCTBYET Nyywen ajantaluu MUTOXOHAPWUIR K npe-
pPbIBUCTbIM Harpyskam. Cpeau cnopTcMeHoB-60pLIOB (cam-
61CTOB), MOKa3blBalOWMX BbICOKME pe3ynbTaTbl B HaLMO-
HaNlbHbIX M MEXIYHapOAHbIX COCTA3aHUSX, Bbllle 4YacToTa
annena R577X reHa ACTN3 [43, 44], a Takxe reHotuna D/D
reHa ACE [43], KOoTopble BaKHbl AN CUNOBbIX U B3PbIBHbIX
ABWXKeHWW. [aHHble, nonyyYeHHble B 3TUX WUCCNeAoBaHusX,
NoATBEPXKAEHbI M pe3ynbTaTaMyM MeTaaHanu30B, COracHoO
KOTOpbIM cpeau CMOPTCMEHOB, 3aHUMAOLLMXCA CUIOBbLIMM
BMAAMW CnopTa, YyacToTa BCTpevyaemMocTu reHotuna ACE 1/1
3HaYUTENbHO HUWXKe (OTHolweHue waHcoB (OL) 0,93 npo-
TvB 1,35; p < 0,01), a reHotuna R/R reHa ACTN3 — Bbllle
(OW 1,21 npotve 0,94; p < 0,01), 4em cpeaun Tex, KTo 3aHu-
MaeTcsl BUAamum cnopTta Ha BbIHOCIMBOCTb [32, 44].

Cpeau A310A0MCTOB MEX/yHapOAHOro Knacca SINOHCKO-
ro MPOMUCXOXAEHUA oOHapy)eHa 6onee BbiCOKas BCTpe-
YaemocTb Hocutenew reHotmnoB G/G u G/A reHa uWHcy-
NnHonoao6Horo ¢daktopa pocTta IGF2 B cpaBHEHUU CO
CMOPTCMEHAMWU YPOBHEM HWXKE (HaLMOHaNbHOrO YPOBHS).
bonee TOro, o6HapyKeHa MNoOSIOKUTENbHAsA CBA3b reHoTuna
IGF2 A/A c ypOBHEM pe3ynbTaTtoB B 431040, YTO He O6Ha-
pPY)eHO B OTHOWeEHMM BapuaHTa rs1815739 reHa ACTN3
[45, 46]. N3BecTHO, 4TO reH IGF2 accoumupoBaH ¢ 6onee
BbICOKOW MaCCOMW CKENETHbIX MblllL, pereHepaTuBHOM CMo-
COGHOCTbIO, BbICOKMMWM WMHOEKCOM MaccChbl Tena, XWpoBOM
Maccon U cunomn xeata [45].

[eH MSTN, Koaupytowmnin 6enoK MuocTaTuH [47], B Hopme
OrpaHnYMBaET POCT MbIWEYHOW TKaHW, OJHAKO HEKOTOopble
BapuaHTbl reHa MOryT NMPMBOAWUTL K CHWXEHWIO 06pa3oBa-
HUSE MMOCTaTUHA W, KaK CNeACTBUE, YBEMYEHNUIO MbILLIEYHON
Maccbl. TaKOW reHeTMYeckur daKTop MOXKeT OblTb BaXKeH
ANS Pa3BUTWUA CUIOBbLIX Ka4yecTB Yy CMOPTCMEHOB /t060ro
YPOBHS NOArOTOBKKU. MeTaaHanus gaHHbIX 71 nccnegoBaHus
nokasan, 4to BapuaHT K153R (rs1805086) rena MSTN
n reHotunsl K/R 1 R/R conpsyKeHbl ¢ CUNOBbLIMKU KavyecTBa-
MW, CNOCOBHOCTAMM M MbILLEYHON MACcCoW CNOPTCMEHOB NPU
3aHATUSAX CUI0BLIMKW BUAAMK criopTa [47].

[na HeKoTopbIXx eauHo60opcTB (6opbba, CMeLlaHHble eau-
Ho6opcTBa — MMA) BaxHa He TO/IbKO CWaa, HO U BbIHOC/U-
BOCTb. [€Hbl, KOHTpPOAUpPYIOLLME PAaBOTy CepaeYHO-COCYaANCTON
cUCTEMbl U OOMEH BELLECTB, B/IMAIOT, TaKMM 06pa3oMm, U Ha
CNOCOBGHOCTb K ANWUTENbHBIM TPEHMPOBKAM W BOCCTaHOBIE-
HUIO MeXay cxBaTKaMu. Hanpumep, meTaaHanvnsa nokasasn, 41o
cnopTcMeHbl ¢ reHoTunom |/l reHa ACE AeMOHCTPUPYIOT Nyd-
LIMe pe3ynbTaThbl B BbIHOCIMBOCTH, YTO MO3BOASET UM yCnewl-
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HO @ anTMpoBaTbCs K UHTEHCUBHbLIM TPDEHUPOBKaM U AJIUTENb-
HbiM cxBaTKaM [32]. C BbICOKOM BbIHOC/IMBOCTbIO CBSA3bIBAIOT
reH CKM MbllEYHON KpeaTUHKMHA3bl, y4acTBYOLWWEN B PECUH-
Tese mosniekyn AT Bo Bpems aspoOHOM aKTUBHOCTU, U FeH
EPAS1 sHpoTennanbHoro 6enka ¢ gomeHom PAS1, 3anyc-
KaloWero KAeToYHbl OTBET Ha runokcuio [48]. Mo aaHHbIM
MeTaaHanusa, BapuaHT rs8111989 reHa CKM, annenb G
n redotun G/G, accoummpoBaHbl (Ol 1,14 n 1,54 coort-
BETCTBEHHO) C 3aHATMEM BMAAMM cropTta ¢ npeobnagaHuem
aHaspoO6HbIX GyHKUMI [49]. dpyrumu cnoBamu, 3TU Bapu-
aHTbl reHa CKM MoryT BAUSATb Ha CNOCOBGHOCTb MblLL, pabo-
TaTb NPU UHTEHCUBHbIX, B3PbIBHbIX ABUXEHUAX, YTO ABMSET-
CA OT/IMYUTENBHON YepTon MHOrmx 60eBbiX BWMAOB cropTa.
C Apyroi CTOpoOHbl, reH EPAS1 perynupyeTt Apyrve reHsol,
yyacTBylOlWME B IPUTPOMOI3E WM aHrMoreHese, 4Yto MMeeT
pellatolee 3Ha4yeHe 49 OOCTaBKM KMCNOpPoAa K MbllLaM
W, TaKMM 06pa30M, NONOKUTENBHO BAUSET Ha BbIHOCIMBOCTb
CMOpPTCMEHOB B 60€eBbIX BMAaAx criopTa, Hanpumep B camoéo,
a TaKXKe B CNpUHTE U TaKenon atneTtnke [50-52].

[ns cnopTCMEHOB, 3aHMMaIOLWMXCS B CUIOBbLIX AUCLIMM-
JIMHAX, 3HaHWEe O HaJIM4YUKU TeX MAN WHbIX FTEHETUYECKMUX
MapKepoB MOXKET ObITb NOIE3HbIM A1 ONTUMU3ALMU TPEHU-
POBOYHOrO npoLecca, BKIOYas akLeHT Ha BOCCTaHOBEHUE
N cneundPurYecKyto TPEHUPOBKY TEX MW UHbBIX TPYMM MblLL,.
A TaK)Xe No3BONSAET MpocyuTaTh npegen crnoptcMeHa Aans
BbINO/IHEHMSA KaKOro-nMbo BuAa ynparkHeHnun [53] u npo-
BOAMTb CreunanbHble NpodunakTMieckme TPEHUPOBKK ANs
npeaoTBpalLleHUs MbllleYHbIX TpaBM MNpU Hann4MuM Hebna-
rONPUATHOM TeHeTUYeCcKoM npejpacnonoxeHHoct [11].
OpHaKo nHTepnpeTauus pe3ynbraTtoB reHeTUYECKMX UCnblTa-
HWUI CNOpPTCMEHa TpebyeT OCTOPOKHOCTU. JTloboKn reHeTunye-
CKMI BapuaHT 06bACHAET NNb HEBOMbLYIO YacTb NPOU3BO-
[OWUTENbHOCTU, U MHOTO€ 3aBWCUT OT KONTMYEeCTBa TPEHUPOBOK,
MX OpraHu3auuu, NMUTaHus, CYTOYHOTO peXmMMa MU Mpoymx
BHeLWHMX GaKTopoB.

FEHETUMECKME MAPKEPbI NCUXO0JIOTMYECKOM

YCTOHWYMBOCTHU B EAMHOBOPCTBAX

B eanHo6opcTBax BaXHbl HE TOIbKO GM3MYecKue cno-
COGHOCTWU, HO M MNCUXONOrM4yecKasa YCTOMYMBOCTb CMOPT-
CMeHa, CNoCcOBHOCTb CoBMagaTb C KPUTUHECKMMU, IKCTpe-
MalibHbIMW CUTyauMAMU, NPUBNEKas JIMYHOCTHbIE PECYPChI
M pecypcbl couunanbHOM noaaepKu [54]. Bbicokas ncu-
XoJiornyeckass yCTOM4MBOCTb OnpeaensieTcs BOCNpUsaTUEM
60nu (reHbl SCN9A (HatpueBbii KaHan), SLC6A2 (TpaHc-
nopTep HopagpeHanuHa)), YepTamu JTMYHOCTU MU HACTPO-
eHveM (reHbl SLC6A2, DRD2 (podamMMHOBLIN peLenTop),
SLC6A4 (5-HTTLPR) (TpaHcnopTep CepoTOHMHA)), CnOoCco6HO-
CTblO K 06y4eHuto (reHbl BDNF (HenpoTpoduryeckuin dpaktop
mMo3ra) ¥ MYRF (MuenuH-perynupytowmn ¢axktop)), NOCKOb-
Ky 0o6y4YeHMWe B LWKOJIe 4acTo CBA3aHO CO CTPEeCccoM B Buae
KOHTPOJbHbIX paboT, TPYAHOCTAMW B OBNal€HUN OTAENbHbI-
MW NpeamMeTamMu Uan CIOXHOCTAMM BO B3aUMOOTHOLLIEHUSX
B Knacce [6, 55]. O4HUM N3 OCHOBHbIX FEHETUYECKUX DaKTO-
poB, BAUSOWMX Ha 0By4eHue, NamaTb U BbiCLUEE MblLUEe-
HWe, no-BuanMomy, asnsetca reH BDNF, oTBevalowmnin 3a
BbIXXMBaAHWE CYLLECTBYIOUWMX HEWPOHOB, CTUMYIMPYIOLMIA
pocT 1 aAnddepeHUMPOBKY HOBbIX HEMPOHOB M CUHAMCOB,
KOHTPONMPYIOLWMIA HEMPONAACTUYHOCTL [7]. ATOT reH TaKxe
B/NSAET Ha YepTbl JIMYHOCTH, MOBbIWas 4O6POCOBECTHOCTb
W aKcTpaBepcuto [56].

B nccnenosaHuu, nposeaeHHoM Ha rpynne n3a 305 cnopt-
CMEHOB, 3aHMMatoWwmnxcs 60eBbIMU UCKYCCTBaMM, U 300PO-
BbIX HECMTOPTCMEHOB B Ka4yeCTBE KOHTPOS, OblI BbISIB/IEHbI
CTaTUCTUYECKM 3HAYMMbIE Pa3NMYMA B pedynbraTax JIMYHOCT-
HbIX TECTOB W pacnpeneneHnn 4actoT HEKOTOPbIX TEHOTUMOB
reHa BDNF (rs10767664). Y cnopTCMEHOB, 3aHUMatoLLMXCH
60€eBbIMW UCKYCCTBAMW, MO CPABHEHUIO C KOHTPOJIbHOW rpyn-

non Habnwganncb 60see BbICOKME pe3ynbTaTbl MO LWKanam
Henpotuama (7,32 npotuB 5,62; p < 0,001), aKcTpaBep-
cumn (7,22 npotuB 6,35; p = 0,042) n 0Oo6POCOBECTHOCTH
(7,37 npotus 5,64; p < 0,001) B IM4HOCTHOM MATUDAKTOPHOM
onpocHnKe NEO FFI (Neuroticism, Extraversion, Openness to
Experience Five-Factor Inventory) [8]. BepoaTHo, 3T pa3nu-
4Yns MOTYT YKa3biBaTb Ha TO, YTO CMOPTCMEHbI, 3aHUMatoLLme-
cs1 60eBbIMW UCKYCCTBaMM, 06nagatoT 60/ee BblpaxKeHHbIMU
yepTtamu JIMYHOCTU, CMOCOOBCTBYIOWUMU YCMNEWHOCTU B MUX
CNopTUMBHOM eATenbHOCTU. KpomMe Toro, 6bina obHapyKeHa
6onee BbicOKas 4actota reHotunoB T/T u A/T reHa BDNF
(rs10767664) cpeau CNOPTCMEHOB, 3aHUMatowWwmxcs 6oe-
BbIMWU UCKYCCTBaMW, B CPAaBHEHUM C HeECNopTCMeHaMu. ITn
pe3ynsTatbl NOAYEPKMBAIOT BaXKHOCTb FEHETUMYEeCKUX oak-
TOpoB B GOPMUPOBaAHUU JIMHHOCTHBIX YepT, BAUSAIOWMX Ha
NMCUXONIOMMYECKYIO YCTOMYUBOCTb COPTCMEHOB.

M3BecTHO, 4To reH COMT (kaTexon-O-meTuntpaHcdepasa)
accouMMpoBaH C ypoBHeM godamuHa B rOSIOBHOM MO3re
W, COOTBETCTBEHHO, C KOTHUTUBHbIMK NPOLIECCAMM, TPEBOXK-
HOCTbIO M peaKuuen Ha ctpecc [56]. B 2023 r. 6biin ony6-
JIMKOBaHbl CBEAEHWS O CBA3WM Mexay BapuaHToM rs4680
reHa COMT n NCUXOIOrMYECKMMU XapaKTepPUCTUKaMM CnopT-
CMEHOB-eMHOO0pLIEB — TEMMNEPaMEHTOM, YCTOMYMBOCTbIO
K CTpeccy, YMCTBEHHOM BbIHOC/IMBOCTbIO, YPOBHEM CaMo-
KOHTpOAA [57]. BaXKHO TaKKe OTMETUTb, YTO Y CMOPTCMEHOB
OLIeHKM TaKoro Ka4ecrtBa, Kak «m3beraHuve Bpefa», Gbinu
HUXKE, YEM B KOHTPObHOW rpynne [57].

TakuM 06pa3oM, pesynbTaTbl UCCNeOBaHWK NOATBEPIK-
JatoT rMnotesdy O BAUAHUM TFEeHETUYECKUX (GaKTopoB Ha
JINYHOCTHbIE YepTbl M aganTalMOHHble CMNOCOGHOCTM CMOpPT-
cmeHoB. Bapuauun reHos BDNF u COMT, perynupytowmx
KOFHUTUBHbIE U 3MOLIMOHAJIbHbIE GYHKLMU YenoBeKa, 0Co-
OEHHO BaXHbl 419 CMNOPTCMEHOB, 3aHMMaloWMXCA eduHO-
6opcTBaMu. ATO NoA4YEPKMBAET HEOOXOAMMOCTb AaNlbHENLLINX
nccnefoBaHUM AN KOMMJIEKCHOTO M3y4yeHus B3auMonen-
CTBUS TEHETUYECKUX W CcpefoBbix (GaKTOPOB B KOHTEKCTE
CNOPTUMBHOM AEATENBHOCTMU.

FEHETUMECKME MAPKEPbI BbIHOCJ/IUBOCTH

B LUUK/IMMECKUX BUAAX CIMOPTA

Limknuyeckne Buabl cnopTa (6er, nnaBaHue, BENOCMOPT,
JIbIXXHbIE TOHKWM) B OCHOBHOM (POKYCHPYIOTCH Ha BbIHOCIMBO-
CTU U @3pPOBHbIX CNOCOBHOCTAX CNOPTCMEHOB. B oTanyme ot
€AMHOBOPCTB, MAe BaXHbl CM1a U MOLLHOCTb, B LIUKITMYECKMX
BMAaxX CropTa Ha nepeaHun nnaH BbIXOAWUT CNOCOBGHOCTb
opraHnama gonroe Bpems pabotaTb B permme aspobHoun
aKkTMBHOCTH [58]. N0 aTOM NpUYMHE ANS LMKINMYECKMUX BUAOB
crnopTa KIo4YEBbIMU ABASAIOTCSA MeHbl, CBA3aHHble ¢ MeTabo-
IM3MOM KMCNOpoJa, BbIHOCIMBOCTbIO M BOCCTAHOB/IEHMEM.
Hanpumep, reH AMPD1 (reH aaeHo3uHMoHodocdaTaes-
amuHasbl 1 (AM®P-ge3amuHasbl) — perynatopa 3HepreTu-
4yecKoro o6mMeHa B MbllIEYHOM BOJIOKHE, KOTOPbIM CMellaeT
paBHOBECME MWOKMHOBBLIX PeaKkuui B CTOPOHY MPOAYKLIMK
AT® nytem npeobpasoBaHus AMP B MHO3MHMOHODOCHAT)
[59, 60] u reH PPARGC1A (KkoaktnBatop 1-anbda-peuento-
pa, akTuBMpyemoro nponndepaTtopom NepoKCUCcoM, ramma),
koampyeT PGC-1la — KoaKTMBaTOp raMma-peLenTtopa, KoTo-
pbli 3anyckaeTtcs nponudepaTopom nepokcmcom 1 anboda,
PGC-1la KOHTPOAMPYET 3KCMAPECCUID FEeHOB, OTHOCHALLMXCH
K OKMCNeHMWio cybcTpaTta, MUTOXOHAPWanbHOMY GUOreHesy
[61, 62] 1 Npeobpa30oBaHUI0 MblLLEYHbIX BOJIOKOH, CNOCO6-
CTBYIOLLMX YBENNYEHUIO BbIHOCIMBOCTHK [62, 63]. BapuaHTbl
H63D n C282Y reHa HFE (romeoctaTMyeckuin 6enok-pery-
NATOP XKenesa 4yenoBeKa) accoLMUpytoT ¢ 6onee BbICOKMMHU
KOHLEHTpaLUUsAMK Kenesa K remornobuHa [64, 65]. Kpome
Toro, BapvaHT H63D noBhbllWaeT yCBOEHUE ene3a U OKa-
3bIBAET MONMOMKUTENbHOE B/IUSIHWME Ha Perynsumito 3puTpo-
noasa y aeten [66]. NNoka3aHO TaKXKe, 4YTO 4acToTbl FEHO-



TMnoB rs1799945 CG/GG reHa HFE Bbilwe y CnOpTCMEHOB
Ha BbIHOCAUBOCTb (6€er Ha AIMHHbIE AMCTaHUMK). ITOT reH
UrpaeT BaXHYl Pofb B a3pOo6HOM BLIHOCIMBOCTM, TaK Kak
eneso ABNAETCA BaXKHbIM KOMMOHEHTOM KWMCNOPOACBA3bI-
BalowWKx BGENIKOB M MOXET UMETb pellalollee 3HavyeHue ans
TaKUX CNOPTCMEHOB [67].

B nccnepgoBaHum 123 npodeccuoHasnbHbIX CNOPTCMEHOB
(75 woccenHbIx BENOroHWMKOB 1 48 6eryHoB) cpaBHMBa-
JIMCb 4acTOTbl NOIMMOPdHBLIX BapuaLMi FrEHOB, Y4aCTBYOLLMX
B BbIpabOoTKe 3Heprumn n Metabonname xenesa y npodeccmo-
HaNbHbIX CMOPTCMEHOB Ha BbIHOCIMBOCTb MO CPaBHEHWIO
C KOHTPO/IbLHOW rpynnon HecrnopTcMeHoB (n = 122) [68].
CpaBHeHWe NpoBOAMAM MO YETbIPEM BapuaHTaM TPeX reHOB:
¢.34C>T (rs17602729) reHa AMPD1 (kogupyeT AMO®-
fe3amMuHagy), ¢.1444G>A (rs8192678) rena PPARGCI1A,
c.187C>G (rs1799945) n ¢.845G>A (rs1800562) reHa
HFE. MNoKasaHo, 4To pacnpegeneHune reHoTunoB, CBSA3aHHbIX
C BblpabGOTKOW 3HEPruM M MeTaboNM3MOM Kenesa, pas-
NIM4anocb y CNOPTCMEHOB W KOHTPOJSIbHOW rpynnbl. B yacTt-
HOCTM, y CMOPTCMEHOB OTMe4YeHa 6onee BbICOKas YactoTa
reHotnna C/C reHa AMPD1 (79,7% B cpaBHeHuU ¢ 66,4%
B KOHTponbHOW rpynne; p = 0,019), reHotuna G/G reHa
PPARGC1A (y 62,6 n 53,3% cootBeTcTBEHHO; p = 0,011),
a Takxe reHotuna G/C HFEH63D (y 55,3 1 27,9% cooTtBeT-
CTBEHHO; p < 0,001), HO He reHoTnna G/G (y 92,7 1 92,6%
COOTBETCTBEHHO; p = 0,986) reHa HFEC282Y [68].

B apyrom uccnegoBaHWM MPULLAKM K CXOXEMY 3aK/to-
YeHuto nokasas, 4To annenb C reHa AMPD1 accouuupyet
C [IOCTUXKEHMEM NYYLINX Pe3y/bTaTOB B TECTE HA KpaTKOBpe-
MEHHYIO B3PbIBHYIO CUJTY MbILWL, (HA OCHOBE TecTa Ha BEpPTH-
KafbHblIM NPbIXXOK) Y CNOPTCMEHOB B CMPUHTEPCKMX/CUNOBbIX
BMaax crnoprta, a 6onee Hu3Kasa Yactota annensa T (4,3%)
y 3TUX CMOPTCMEHOB MO cpaBHeHuto ¢ annenem C (86,3%)
NO3BOISET NPEANONOXNUTb, YTO annenb T aBnaseTca dakrTo-
poM, HebBNaronpuaTHbIM AN 3aHATUW NEerkon aTneTUKon
B CMPUHTEPCKMNX/CUNOBLIX BUaax cnopta [59].

BbiiBNeHne reHeTMYeCKMX MapKepoB, acCoLMUPOBaH-
HbIX C perynsiuMen pocta KPOBEHOCHbIX COCYAOB, BaxHO
NS NPOrHO3UMPOBAHUSA PE3YNLTAaTUBHOCTM B LMKIUYECKUX
Buaax crnopta. KOHTponb npoueccoB aHrnoreHesa (obpa-
30BaHUA HOBbIX COCYA0B) cBA3aH ¢ reHom VEGFA (dpakTop
pocTa 3HAOTENUA cocyfaoB A), KOTOPbIM Perynvpyet npo-
nubepaumo, Murpaumio u auddepeHUMpoBKy KNeToK [69].
KntouyeBbiM haKTopoMm, BAUSAIOLMM Ha POCT COCYyA0B, ABNS-
eTca 6enok VEGF-A. 31oT daKTop pocTa aKTMBUpPYeET Npo-
nudepaumio 1 MUrpaLmio 3HAOTENMANbHbIX KIETOK COCYA0B
W y4acTByeT B perynauum Gpu3anonormnyeckoro u naTtonoru-
4ecKoro aHrvoreHesa [69-71]. Y cnopTCMEHOB BbICOKas
aKcnpeccus annena C (rs2010963) reHa VEGFA accouu-
MpoBaHa ¢ 60Miee BblpaXeHHbIM aganTalLnOHHbIM POCTOM
KanunnsapoB B OTBET Ha PUINYECKME HArpy3KM aspobHOro
XapaKtepa, 4To cnocobcTByeT 60siee BbICOKOW BbIHOC/U-
BOCTM Gnarogaps NpMpocTy MakCUmanbHOro notpebneHus
Kucnopoga [72-74].

BnuaeTt Ha BbIHOC/IMBOCTb CMOPTCMEHOB B LIMKIMYECKHUX
BMAAX CMopTa yXKe YyNoMsHYTbIN Bbille reH ACE, yqacTByoLWnM
B perynsiunm KpoBSHOIO AaBNeHWUS U BOLHO-3/EKTPOSUTHO-
ro 6anaHca [1, 21, 32]. TeHoT1n |/l CHUXKaET BEPOATHOCTb
NMOBBbILLIEHHOrO apTeEPUanNbHOro JaBNEHUS, OIHAKO HOCUTENb-
ctBo annens D u reHotunsl |/D 1 D/D nosblwatoT 4acToTy
Hann4na aptepuanbHOM runepteH3unn. Takxe reHotun |/1
3TOr0 reHa accouumMpoBaH C 60nee BbICOKOW a3poOHOM
BbIHOC/IMBOCTbIO U 3DDEKTUBHBLIM BOCCTaHOBIEHWEM MOChe
ANUTENbHBIX Harpy3okK [32].

Taknm 06pa3oM, MOXKHO CKal3aTb, YTO BbIHOC/IMBOCTb —
3TO He TOMbKO pe3y/nbTaT TPEHUPOBKK, HO U MPOAYKT COXK-
HbIX GMOSIOrMYECKMX NPOLIECCOB, CBA3AHHbIX C 3HepreTuye-
CKMM OOMEHOM ¥ BUOreHE30M MUTOXOHAPUN.

FEHETUMECKMUE MAPKEPbI NCUXO0J/IOTMMECKOM

YCTOM4YMBOCTU B IMKJIMYECKUX BUAAX CMOPTA

LiMKknnyeckune Buabl cnopra, B OTin4Me OT eAUMHOBOPCTB,
npeanonaratT onpeaeneHHbl, 4OCTaTO4YHO XEeCTKO 3aduK-
CUPOBAHHbIM MNNlaH NOBeAEeHUs CnopTCMeHa, He npeano-
naraolmm yyeta NOCTOAHHO PE3KO MEHSIOWMXCA BHELWHUX
dakTopoB [75]. EanHo6OpCcTBa, B CBOIO OYepenb, XapakTe-
PU3YIOTCA TaKMMKU OCOBEHHOCTAMM, KaK HEMOCPEeACTBEHHOE
CTOJIKHOBEHMWE JIULIOM K NINLY C NMPOTUBHWUKOM, NMOCTOSAHHOE
4YyBCTBO OMaCHOCTH, LIMPOKUK OAManal3oH AEeNCTBUW, arpec-
CUBHOCTb MPOTUBHWKa, €ro akTMBHOEe NpPOTMBOGOPCTBO,
a TaKkxe aeduuUUT BPEMEHU Ha MNPUHATME MOJSIHUEHOCHbIX
peLleHnin u nx HesameaMTenbHoOe BbiNonHeHue [76].

YnomsaHyTbi Bbille reH COMT, BausiloWMI Ha MOTMBa-
LIMI0, 3MOLMU, YCTOMYMUBOCTb K CTPECCY, CAMOKOHTPO/Ib, pery-
NAUMIO CHa, 06paboTKy M BOCNpUATUE 60K, agOuKTUBHOE
noseAeHWe 1 HenpodereHepaumio, KOTOpble MOTyT nexarb
B OCHOBE pa3/iMyumi B AOCTUXKEHMU BbIAAIOLNXCA pe3y/bra-
TOB B CMOPTMBHbIX COPEBHOBAHMSAX, MOXET ObITb B TOM YUC/e
M aKTopOM MCUXOSIOrMYECKON YyCTOMYMBOCTU. B uccnego-
BaHMAX Ha nnosLax Obl0 YCTAHOBNEHO, 4TO pe3ynbTaThl
y CMIOPTCMEHOB — HocuTenen BapuaHta V158M reHa COMT
(rs4680) nydwe, 4em y naoBUOB C¢ reHotunom Val/Val:
nepBble MoKasanu 6onee BbiICOKME cpeaHue G6annbl FINA
(Fédération Internationale de Natation — MexayHapogHas
denepauma nnaBaHua) M Yalle CTAHOBWAWUCH 3NUTHLIMM
cnopTcMeHaMu, 4em Hocutenun annensa Val [77].

LiIMKnnMyeckune B1Mabl CopTa, Takue Kak nnaBaHue, Tpeby-
10T AONTOCPOYHOM KOHLIEHTPALIMKU, BbIHOCAMBOCTH U CMOCO6-
HOCTM K ObICTPOMY BOCCT@HOBJ/IEHMIO MOC/E WMHTEHCUMBHbIX
Harpy3ok. lfeH COMT (rs4680) 6narogaps cBoemMy BAUSHUIO
Ha KOFHWUTUBHbIE CMNOCOBGHOCTM W 3IMOLMOHANIbHYIO pery-
NAUMIO MOXET urpaTb KIKOYEBYIO POSib B 3TUX acneKrax.
MccnepoBaHus, MoKasbiBalowme, H4T0 y MJI0OBLOB C Bapu-
aHTom V158M B reHe COMT (rs4680) pe3ynbratbl aydlue,
NOATBEPXAAOT rMNoTe3y 0 TOM, YTO FrEHETUYECKNIK NPodub
MOXET B/MATb Ha CMOCOGHOCTb CMOPTCMEHa CnpaBfaTbCS
C BbICOKMMM TpebGOBaHUAMM 3TUX BUOB cnopTa.

FEHETUMECKHUI NMPO®WU/Ib: NEPCNEKTUBDI

NMPUMEHEHHUA B NOANOTOBKE CNNIOPTCMEHOB

O6cyxaaeTcsa Lenecoobpa3HOoCTb OnpeaeneHns reHe-
TMYecKoro npodunsa cnoptTcMeHa Ans nosblleHns addek-
TUBHOCTM €ro NoAroToBKM, ONTUMMU3ALMKN TPEHUPOBOYHOIO
npouecca MU NCUXONOrMYEeCKOro ConpPoBOXAeHUS. OgHUM K3
KNIOYEBbIX acNeKTOB NPUMEHEHNS FeHETUYECKOro npoduns
ABNSETCS MHAMBUAYANU3aLMA TPEHUMPOBOYHbLIX MPOrpamMm.
AHanM3 reHeTUYeCKMX MapKepoB, CBSA3AHHbIX C TUMaMu
MbILWEYHbIX BOMIOKOH, BbIHOC/IMBOCTbIO, MbILIEYHON CUIION,
CKOPOCTbIO MO3BONSET BbIABUTb MNPEAPacnoNOKEHHOCTb
CNOpPTCMEHa K AOMUHUPOBAHUIO ObICTPbLIX MW MeANeHHbIX
MbILUEYHbIX BOJIOKOH. 3TO, B CBOK o4epedb, NO3BOASET
60nee TOYHO noabupaTtb YNpaxHEHWUs A8 Pa3BUTUS KOH-
KPEeTHbIX (GU3NONIOrMYECKNX KavecTB. Hanpumep, Bapu-
aHTbl FEHOB, KOAMPYIOLWMX MUO3UH UM MWOCTaTWMH, acco-
umMmpytotcs ¢ npeobnagaHMem ObICTPbIX WMAW MEAIEHHbIX
MblLUEYHbIX BONOKOH. Ha OCHOBaHMK 3TOr0 3HaHUA MOTyT
6bITb pa3paboTaHbl MporpaMMbl, HanpaBfiEHHbIE Ha pas-
BWTUE CWUNbl, BbIHOC/IMBOCTU WMAW CKOPOCTHbLIX KayecTs.
[eHeTMYeCcKne Bapualuu, CBA3aHHble C MeTabosIM3MOM,
BOCNANUTENbHbIMK MPOLIECCAMM U PEreHepaLnen TKaHen,
MOTYT CYWECTBEHHO BAUATb Ha YCTOMYMBOCTb K TPEHMU-
POBOYHbIM Harpy3kam M CKOPOCTb BOCCTaHOBMEHUSA. ITO
NO3BONSIET KOPPEKTUPOBATb MHTEHCUMBHOCTb TPEHWPOBOK,
WMHTEpBasbl OTAbIXa U UCNOb30BaTb CrneLMann3mpoBaHHble
MeTOAbl BOCCTAHOBNEHUSA. [eHeTUYecKoe TecTMpoBaHue
MOXeET 6bITb MCNONb30BAHO TaKKeE U AN MPOrHO3MPOBaHUS
CMOPTUBHbIX AOCTUXEHUN [13, 58, 78].
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[eHeTMyeckre daKTopbl MOMYT CyLWECTBEHHO B/MUATb Ha
KOTHWTMBHbIE CMOCOGHOCTW, TEMMNEPAMEHT U 3MOLMOHaNb-
HYIO YCTOMYMBOCTb CMOPTCMEHA. ATO BaXKHO 419 AOCTUKEHMUS
BbICOKWX PE3ynbTaToB B CrOPTE, TaK KaK MCUXON0rMyecKkmne
acneKTbl UrpaloT KAYEBYIO pO/ib B MOArOTOBKE M BbICTYM-
neHnn. Hanpumep, nonnMmMopduambl B reHax, KOAMPYIOLLMX
fodaMMHOBbIE peLLenTopbl, MOryT GblTb CBSI3aHbl C YpPOB-
HEM MOTMBALMK, CKIOHHOCTbIO K PWUCKY M CMOCOGHOCTbIO
K MPUHATUIO PELLEHWI B CTPECCOBbIX CUTyaLMsX. ATO 3HaHWe
no3BONSET NcuxonoraMm paspabaTbiBaTb 6onee adPeKTUB-
Hble MPOrpamMMbl MNCUXONOrMYECKOM NOArOTOBKM, MOTMBALIUK
M NOALEPIKKM, NMPOTUBOAENCTBMA CTpeccy U 3IMOLMOHaNb-
HOMy BblropaHuto [33, 75]. Hanpumep, onsa cnopTcMeHoB
C BbICOKMM YPOBHEM «[E€HETUYECKOM TPEBOXKHOCTU» MOryT
OblTb pa3paboTaHbl METOAbl KOFHUTUMBHO-NOBEAEHYECKON
Tepanuu M TEXHWKK penakcauuun. feHeTuyeckne MapKepsbl,
CBfi3aHHble C 4YYBCTBUTENbHOCTbIO K CTpeccy, Moryt ObiTb
MCMONb30BaHbl U AN MPOrHO3MPOBAHUSA PUCKA Pa3BUTUSA
NMCUXMYECKMX PACCTPOMCTB, TaKMX KaK Aenpeccus uaun Tpe-
BOXHble paccTponcTBa. 370 no3BonseTr pa3pabaTbiBaTb
npodunakTMyecKMe Mepbl U CBOEBPEMEHHO BMeELIMBATLCS
B MPOLLECC NOArOTOBKM [77].

3AK/TIOYEHUE

[eHeTMYecKasa npeapacnonioKEHHOCTb WUrpaeT BaKHYHO
pO/ib B Pa3BUTUK M CTAHOBMIEHWM KaK CMOPTCMEHA IMYHOCTH,
B TOM 4uCne M MNOAPOCTKOB, B pPa3/M4HbIX BMAax crnopTta.
[eHeTnyecKkne GaKTopbl, CBA3aHHbIE C CU/IOW, BbIHOCIMBO-
CTbl0, BOCCTAHOB/IEHUEM W TMCUXONOTMYECKON YCTOMYMBO-
CTblO, aCCOLMMPOBaHbI C YyCNEXOM B €AMHOBOPCTBAX U LIUKIIK-
Yyeckux Buaax cnopta. OnpeaeneHne reHeTM4ecKoro npodunsa
CMOPTCMEHA OTKPbIBAET HOBbIE MEPCMNEKTUBLI ASIA Mepco-
HaNM3MPOBAHHOrO MoAxoda K TPEHMPOBOYHOMY MpoLeccy
M MCUXONOrnyecKkon noarotoBke. MccnepoBaHua B 3TOM
061aCcTU NPOLOMIKAIOTCA, @ HOBbIE JaHHbIE MO3BONSAIOT 6onee
TOYHO OLEHWTb MOTEHLMan CMOPTCMEHOB, UX dU3MYecKue
M MCUXO3MOLMOHAbHbIE BO3MOXKHOCTU. OAHaKO MCMNONb30-
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060cHoBaHue. CHKeHne oxBata MMMYHM3aLnen, yeunmslueecs B nepuos naHgemuu COVID-19, npuseso K pocTty 3aboJie-
BaeMOCTH yrnpaBsieMbiMU MHOEKUMSMU. B 3TnX yCI0BHUSIX MOHUTOPUHI MPUBUTOCTU MO AaHHbIM MEANLMHCKOM AOKYMEHTaLMn
103BOJISIET BbISIBUTb MP06EMbI OpraHn3aLmMm BaKLIMHOMPOQUIAKTUKU U NOBbICUTb 3PHEKTUBHOCTb MPOGUIaKTUIECKOM pabo-
Tbl. Ljenb ncenegoBaHns — m3y4nTb MPUBUTOCTL U OXBAT MMMYyHU3aLMeN geTer r. MOCKBbI B COOTBETCTBUM C HaLMOHa/bHbIM
KaneHgapem npogunaktuieckux npuBuBoK (HKIIIM) v pernoHaibHbIM KaneHaapem rnpuBuBoK. MeTtogsl. [lpoBejeHo 04HOMO-
MEHTHOE CpaBHUTE/IbHOE MUCCE[0BaHNE Ha OCHOBaHMKU u3yyeHns 600 MEeAMLIMHCKUX KapT AeTel pa3HbIX BO3PACTHbIX rpymn:
1-g rpynna — aetm ot 6 mec o 11 mec n 29 cyt; 2-5 rpynna — ot 2 net go 4 net 11 mec v 29 gHen; 3-9 rpynna — o1 6 s1eT
4o 8 net 11 mec u 29 gHen; 4-a rpynna — ot 14 net go 15 net 11 mec u 29 gHen. Pe3yabTaTtel. [loka3aTtesin npuBUTOCTH
BCG-M B0 Bcex BO3pacCTHbIX rpyrnnax 3apeructpupoBaHbl Ha ypoBHe 97,4% v Bbilue. BbICOKWI YpOBEHb NMPUBUTOCTY OTMEYEH
cpeau rnoapoCTKOB MPOTUB KOPU, KpacHyxu u napotmta — 97,3%, renatnta B — 95,3%, npotuB BUPYCHOro noinomMmenmTa
y neten 6-8 net — 88,7% n 14-15 net — 98,7%. O6Lmi ypOBEHb MPUBUTOCTU MPOTHUB APYIrMX MHOEKLUMI HU3KUI: NPOTUB
KOK/oLLa, AnpTepun, cTosibHsIKa — 64,5%, MTHEBMOKOKKOBOM MHpEKLUMN — 42,3%, reMopuibHoN nHoeKkmn tuna b — 29,5%,
poTaBupycHoON nHeKumn — 26,1%, rpunna — 23,8%, BeTpsiHon ocrnbl — 6,2%, renatmta A — 4,2%, MEHUHIOKOKKOBOH
nHpeKumn — 3,9%. 3aknydeHmne. OxBaT BaKLUMHaLUMEN NPOTMB Ty6epKyie3a cpeau AeTen Bcex Bo3pacTtoB B . MocKse
focturaet noytr 100%. BbicOKUI ypOBEHb OXBaTa U NPUBUTOCTU yCTaHOBJ/IEH y AETEN-NOAPOCTKOB MPOTUB renaTtuta B, Kopu,
KpacHyxu v arnMaeM1M4ecKoro napoTuTa, y AeTen Maajluero Bo3pacTta rnokasatesn rnpmuB1TOCTHY MPOTUB ITUX MHDEKLIMI XapaK-
TEPMIYIOTCS KaK HEAOCTaTO4YHble. TeM HE MEHee, aKTyallbHble MoKa3aTe/n oxBaTa M MPUBHUTOCTH MPOTUB BCEX MHPEKLMH,
MpPeAyCMOTPEHHbIX HaLMOHa bHbIM KaneHaapem npopuaaKTUIeCKnX MPUBMBOK, CTATUCTUYECKM 3HAYMMO BbILIE 3HAYEHUH,
yCTaHOB/EHHbIX B 2018-2019 rr. — o naHgemun COVID-19. YpoBeHb BaKLUMHaLMM B COOTBETCTBUU C PErMOHasbHbIM
KaneHaapem rnpopuaaKTMYecKmx nPMBUBOK HEAOCTaTOYEH B OTHOLLEHMM BCEX MHOEKLIMMA.

KntoyeBble cnoBa: BakLUMHauums, AETH, NPUBNUTOCTb, OXBAT UMMYHU3aLMEN, HaLUMOHa  bHbIA KaneHaapb NPoOUIaKTUYeCKUX
MpPUBUBOK

Ana yntupoBaumsa: Knumosa H.A., PenoceeHko M.B., Hamasosa-bapaHoBa J1.C., PycuHoBa [.C., Mepkynosa B.[.,
BynatykoBa 3.3., MNonuxosa I1.C. MNpuBUTOCTL U OXBaT UMMYyHM3aLmMen AeTen B . MOCKBe B MOCTNaHAEMUMHbLIA NEPUOA:
OAHOMOMEHTHOE nccnenoBaHne. Bonpockl coBpemeHHou neamnatpun. 2025;24(5):361-368.

doi: https://doi.org/10.15690/vsp.v24i5.2967

OBOCHOBAHME

OOHMM M3 NPUOPUTETHLIX HanpaBieHun paboTbl 3apa-
BoOXpaHeHus Poccuiickon depepalinm ABNAETCS CHUKEHME
3a60/1EBAEMOCTU U KOHTPOJIb 3@ pacnpoCcTpaHEHNEM UHDEK-
LIMOHHbIX 3a6oneBaHWN, BKIOYEHHbIX B HaLMOHaNbHbIN
KaneHgapb npodunaktuyeckux npususok (HKIMM) [1, 2].
MocnegHun onpepeneH lNpukasom MwuH3gpaBa Poccuu ot
6 gexkabpsa 2021 r. N2 1122H «O6 yTBEPKAEHUW HALMOHaNb-
HOro KaneHaaps npodunakTUYeCcKUX NPUBMUBOK, KaneHaaps
npodrNaKTUYECKUX NPUBUBOK MO 3MMAEMUYECKUM MOKa3a-
HUAM M NopsiaKa NPoBeAeHUs MPOdUNAKTUHECKUX MPUBK-
BOK» [3]. CobntogeHne nopsiika NpoBeaeHMs BaKuUMHaLWUK
B cootBetcTBMM ¢ HKIII cneayeTt cunMTtaTb OAHUM U3 BaHbIX
GaKTopoB No noaaepraHuo aNMaeMmnoornyeckoro 6aaro-

nony4msa Hacenenus [2-4]. CoxpaHeHune 3bdeKTUBHOM
opraHuMsauun BaKUMHONPODUNAKTUKM MNO3BONSET CAep-
MBaTb pPoCT 3a60/eBAaEMOCTU U JETCKOW CMEPTHOCTU OT
MHPEKLMOHHBIX 3a60neBaHuit, NpefoTBpaLlaeT PoCcT aHTU-
OMOTUKOPE3UCTEHTHOCTU U ee nocneacTBum [5-71.

B nocnegHve rofbl BO BCEM MWUpe HabNoLaeTcHd CHU-
eHWe KayecTBa MNPOBOAMMOM BaKUMHOMNPOOUNAKTUKM
[neTtckoro Hacenexus [1, 8, 9]. 3HaunTeNbHOE HeratMBHOE
B/IUSIHWE Ha MPUBUTOCTb M OXBaT MNPOPUIAKTUYECKUMU
NpvBMBKaMn OKa3ana naHLeMuss HOBOW KOpPOHaBWMPYCHOM
nHdexkumn COVID-19 [10]. Tak, no faHHbiM BcemupHom
opraHusauunun 3gpasooxpaHerus (BO3), B8 2020 r. no cpas-
HeHuio ¢ 2019 r. Ha 3,5 MJIH BO3POC/IO KONMYECTBO feTew,
He MOMyYMBLUMX NEPBYI0 BaKLMHALMIO NPOTUB AnbTEpUH,
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CTONGHAKA M KOKoWa, U Ha 3 MIH — AeTen, He NpuUBHK-
TbiIX MEPBON [O30M BaKUMHbI NPOTMB Kopu. CnoxuBluascs
cuTyaums ctana npuyYnHoOM rnobanbHOro B3pbIBHOrO pocTa
3a60/71€BAEMOCTU MHOEKLMAMMK, paHee YCrewHO KOHTPOMpPY-
€MbIMM C MOMOLLbI MacCoOBOW BaKUMHOMPOPUNAKTUKM [11].
[Mopo6Hble TEeHAEHUMW OoTMevyeHbl M B Poccun: B Havane
2020 r. no cpaBHeHMto ¢ 2019 r. KOSIMYECTBO BbIMOHEHHbIX
NPUBMBOK Yy [E€TeN CHU3WIOCLb B cpeaHem B 8,8 pasa [12].
B MOCKOBCKOM pervoHe TakKe 3aperMcTpupoBaH poCT KOJu-
yecTBa AeTel C HapyLleHHbIM KaneHaapem UMMyHU3aumm [4].
TeM He MeHee, K KoHLy 2023 T., no AaHHbIM [ocyaapCTBEHHOrO
noknaga PocnoTpe6bHaa3opa, npocnexuBanacb TeHAEHLUSA
K BOCCTaHOB/IEHWUIO OXBaTa MMMyHW3auuen. Tak, cBoeBpe-
MeHHas BaKLUMHaLUga NpoTUB renatnta B B Bo3pacte 12 mec
pocturna 97,1%. OgHako no psgy MHPEKUMM coXxpaHsnuchb
3Ha4YuMMble Npo6GieMbl: Hanpumep, OxBaT MMMyHU3auWen
NPOTUB BETPSHOM OCnbl, KoTopas BKAtoveHa B HKIIM no anu-
LEeMMWONOTMYECKUM NOKa3aHUaM, B 60NbLUIMHCTBE PErMOHOB
He npeBblwan 1-2% [13].

[Ons OUEeHKM KayecTBa MNPOBOAMMOW BaKUMHOMPOPU-
NAKTUKN MPUMEHSIOTCA pasfiMyHble MNoAaxoAbl: M3y4yeHue
[OKYMEHTUMPOBAHHOW MPUBWUTOCTU, aHaNMU3 KIMHUYECKOWM
N UMMYHOMIOTMYEeCKON apEKTUBHOCTH, a TaKxe onpegene-
HWe nokasaTenen anUMAEMUONOrMYECKON Pe3ynbTaTMBHOCTH
[10, 14]. Hanbonee 06BbLEKTUBHLIM METOAOM CYUTAETCS UCCe-
[OBaHWEe MEAMLIMHCKON JOKYMEHTaL MK, No3BONSILEE OLe-
HUTb GaKTUYECKUIN YPOBEHb OXBaTa MMMyHU3aLMEN, CBOEBpPE-
MEHHOCTb BaKLMHALMK, @ TaKKe BbIIBUTb OpraHn3aumnoHHble
npo6nembl (OTKa3bl, MeAULUMHCKME OTBOAbl OT MPUBMBOK)
[1, 4, 9]. Takon noaxon ob6ecrneynBaeTr BO3SMOXKHOCTb KOp-
peKUnn paboTbl MELULMHCKUX YYPEXAEHUN WM NpoBefeHus
obyyvaloLLmMX MepONpPUATUI AN nepcoHana u poautenen [15].

Llenb uccnepoBaHusa

M3y4ynTb MNPUBUTOCTb WM OXBaT MMMyHW3auMen aeten
r. MockBbl B cooTBeTcTBMM ¢ HKIIM 1 pernoHanbHbIM Kanex-
JlapeM NpUBUBOK B MNOCTNAHAEMUNHBIN NepUop.

METOAbI

Au3aiH uccnegoBaHus

MpoBeaeHo PeTPoOCneKTMBHOE OJHOMOMEHTHOE UCCeao-
BaHWE C UCTOPUYECKUM KOHTPONEM.

UCTO4YHUK MHPOopMaLum

B uccnegoBaHve BKOYaNW AaHHble O BaKLUMHALMK
[leTe, NPUKPENEHHbIX K 1IETCKOM rocyaapCTBEHHOW NOJU-
KnuHmnke (ArM) N2 133 (CeBepHbi aAMWUHUCTPATMBHbIN
OKpyr . MockBbl). [laHHble W3BNEKanu M3 SNEKTPOHHbIX
MEAMLIMHCKMX KapT (KapTa NpodunakTUHECKUX NMPUBUBOK
(popma 063/y) n AUCT NPOPUNAKTUYECKMX MPUBMUBOK B Kap-
Te pa3BuTMA pebeHka (dopma 112/y)), coaepKalwmxcs
B EAMHOM MeanUMHCKON MHDOPMALMOHHO-aHaNUTUYECKOM
cucteme (EMUAC). OT60p MEAMUMHCKUX KapT BbIMOJHEH
nyTem M3y4yeHus CnuMcKoB aeten B cucteme EMUAC, KoTo-
pble 6bl1M cHOPMMUPOBAHLI HA OCHOBaHWKM BO3pacTa M3y4a-
eMbIX TPYnmn, HanM4yms NPUBUBOYHOIO aHaMHe3a, W paH-
[OMHOro Ha6opa o ¢opmupoBaHusa rpynn (no 150 KapT
B KayK[ylo BO3pacTHyto rpynny). C60p AaHHbIX MPOXOoAunN
c oKTA6ps 2023 no deBpanb 2024 r. (nepmoa Nocne OKOH-
YaHusa naHgemum COVID-19).

[pynny MCTOPUYECKOrO KOHTPOJSIA COCTaBWAM [AaHHblE
0 BaKUMHaUMK OeTel, HabnoaaBlUMXCH B MyHUUMNANbHbIX
OETCKMX MOJIMKIMHKMKax . MocKBbl M MOCKOBCKOW obnac-
™M Ao naHgemun COVID-19, B nepuoa ¢ Hos6ps 2018 no
HOS6pb 2019 1., 1 OTOGPAHHbLIX MO TOM e MeToauKe [1].
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Immunization and Vaccination Coverage of Children in Moscow
at Post-Pandemic Period: Cross Sectional Study

Background. The decline in vaccination coverage aggravated during the COVID-19 pandemic has led to increased vaccine-preventable
diseases morbidity. Under the circumstances immunization monitoring according to medical records allows us to reveal any issues in
preventive vaccination and increase preventive measures efficacy. Objective. The aim of the study is to examine the immunization and
vaccination coverage of children in Moscow according to the national and regional immunization schedules. Methods. Cross sectional
comparative study was based on examination of 600 medical records of children: group 1 — children aged from 6 months to 11 months
and 29 days; group 2 — from 2 years to 4 years 11 months and 29 days; group 3 — from 6 years to 8 years 11 months and 29 days;
group 4 — from 14 years to 15 years 11 months and 29 days. Results. BCG-M immunization rates in all age groups were 97.4% and
higher. High immunization level was noted among adolescents against measles, rubella, and parotitis — 97.3%, hepatitis B — 95.3%,
viral poliomyelitis in children 6—8 years old — 88.7%, and 14-15 years old — 98.7%. The overall inmunization level against other
infections is low: against pertussis, diphtheria, tetanus — 64.5%, pneumococcal disease — 42.3%, hemophilic infection type b —
29.5%, rotavirus infection — 26.1%, influenza — 23.8%, varicella — 6.2%, hepatitis A — 4.2%, meningococcal infection — 3.9%.
Conclusion. Vaccination coverage against tuberculosis among children of all ages in Moscow reaches almost 100%. High level of
immunization and vaccination coverage was established in adolescents against hepatitis B, measles, rubella, and parotitis; vaccination
rates against these infections in young children were characterized as insufficient. However, inmunization and vaccination coverage against
all infections from the national immunization schedule are statistically significantly higher than similar levels from 2018-2019, before
COVID-19 pandemic. The level of vaccination according to the regional calendar of preventive vaccinations is insufficient for all infections.
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Kputepumn coorBetTcTBUA

Kputepnun BKaoYeHMUs1: [eTM B BO3pacte OT 6 Mec
4o 11 mec 29 cyt (2022-2023 roga poxaeHus); oT 2 net
10 4 net 11 mec 29 aHen (2018-2021 roga poxaeHus); ot
6 net go 8 net 11 mec 29 aHen (2015-2017 roga poxae-
Hus); oT 14 net fo 15 net 11 mec 29 aHen (2008-2009 roga
poxaeHus).

Kputepumn HeBKIIOYEHMUS: OTCYTCTBME B 3/IEKTPOHHOM
MEOULIMHCKOM KapTe pebeHKa CBeAeHUN O BaKLUMHaLUWK;
OTKpensieHne OT MOJMKIMHUKU B MCcnedyembli nepuog no
NpUYnHe nepeesga Um apyrux 06CToATENbCTB.

Kputepumn uckio4yeHms: He 3aniaHMpoBaHbl.

LleneBble noKa3atenu uccinefoBaHus

OcHOBHbIe noKa3aTtesu

OueHnBanM NPUBMUTOCTb U OXBAT UMMYHU3ALMEN AETCKO-
ro HaceneHus nocse oKoHYaHusa nangemmm COVID-19 (nocne
05.05.2023, cornacHo 3aasneHuio BO3 [16]). [MpuBUTOCTH
onpefensnuM no Aone fivu, B OTHOLWEHWW KOTOPbIX CBOe-
BPEMEHHO (B perfiaMeHTMpoBaHHbIE CPOKM) 3aBeplueHa
BaKLMHALNA MPOTMB BCEX MHDEKLIMN, BKIOYEHHbIX B HKIIM
ot 06.12.2021 (1abn. 1) [3], oxBar uMMyHu3aumer — no
[l0J1e MWL, KOTOpble MOYyYnIn XOTS Obl O4HY JO3Y BaKLMHbI
OT KaKaow M3 3Tux MHOeKuun [14]. TIpUBUTOCTb HE HUXKE
95% peten paccmatpuBanacb Kak AocTaTovHas, 4To COOT-
BETCTBYET LIle/IeBOMY MoKasaTtento 3apdOEKTUBHOCTU BaKLMU-

HaUMK, YCTAHOBAEHHOMY B HaluWoHanbHown CTpateruun pas-
BUTUS UMMYHOMNPOPUNAKTUKU MHDEKLMOHHbBIX 60Ne3Hen Ao
2035 roga [17]. AHann3 NpUBUTOCTU U OXBaTa MMMYyHU3a-
LMen BbINMOAHEH B 4 BO3pacTHbIX rpynnax, onpegeneHHbIX
B COOTBETCTBMU C KPUTEPUAMMU BKITIOYEHUS.

HononuutenbHbie nokasarenu

OueHMBanM NPUMBUTOCTb U OXBAT UMMYHU3aLIMEN B OTHO-
LEHUN MHPEKLMI, BKITIIOYEHHbIX B PEFMOHAsIbHbIM KaneHaapb
NPMBUBOK . MOCKBbI, YTBEPXKAEHHbIN B 2022 I. NpMKa3oMm
[enaptaMeHTa 3apaBooxpaHeHus r. MockBbl (Tabn. 2) [18].

[lononH1TENbHO NPOBEAEHO CPaBHEHUE AOKYMEHTUPOBAH-
HOM MPUBUTOCTU B MOCTNAHAEMUMHBIN NEPUOS C ee YPOBHEM
B nepwuog Ao naHaemun COVID-19 (2018-2019 rr.). Ang aHa-
IM3a UCMoNb30BaHbl AaHHble Hallen 6onee paHHen paboTbl [1].

CraTucTtMyecKkui aHanus

Heob6xoanmbii pa3mep BbIGOPKM NpeaBapuUTENbHO He
paccyuTbiBaNM.

AHann3 AaHHbIX BbIMNOMHEH C MCNOMIb30BaAHWEM MaKeTa
cTaTucTnyeckux nporpamm StatTech, Bepcua 2.6.1 (Ctatrex,
Poccus). CpaBHeHMe rpynn No Ka4yeCTBEHHbIM MPU3HaKam
NpOBeAeHo C UCMoNb30BaHWEM KpuTepus x2 MupcoHa, npu
HeobxoaAMMOoCTHK (3HayeHne npusHaka < 10) — ¢ npumeHe-
HMEeM MonpaBKKu MeTca Ha HenpepbIBHOCTb. CTaTUCTUYECKK
3Ha4YUMbIMK cHUTaNMU pasnunymng npu p < 0,05.

Ta6nuua 1. Kputepun 3aBeplieHHON cxeMbl BaKuMHauun geten cornacHo HKIMM [2]

Table 1. Criteria of the completed vaccination for children according to the national immunization schedule [2]

Bo3pacTHble rpynnbl (o6uiee Y4Cno 403 B NPUBUBOYHOM aHaMHe3e)
UHdeKkumumn

6-11 mec 2-4ropa 6-8 net 14-15 net
Ty6epkynes 1 1 1 1
BupycHbIf renatvT B 3 3 3 3
Kokntowl, andtepus, CTONGHAK 3 4 5 6
Monnomuenur 3 5 6 5%
femodunbHaa nHbekums Tna b 3 4 4 4
Kopb, KpacHyxa, annaeMmMyecKk1uin napoTuT 1 1 2 2
NMHeBMOKOKKOBasa MHbEKLMSA 2 3 3 3
lpunn** 1-2 2-5 6-9 =10

lMpnumeyvaHme. <*> — B COOTBETCTBUM C u3meHeHunamu B HKIMM ot 06.12.2021 [2]; <**> — BaKLMHaLMA exeroaHas, No3ToMy YXCNO 03 BaK-
LIMHbI JOMIXKHO COOTBETCTBOBATb BO3PACTY, TO €CTb y pebeHKa B Bo3pacTe 2 NeT BbINONHEHO 2—3 BaKUMHaLMK, K Bo3pacTty 3 neT — 3—4 npwu-

BUBKW NPOTUB rpuvnna U T.4.

Note. <*> — according to changes in the national immunization schedule dated 06.12.2021 [2]; <**> — vaccination is annual, thus the
number of vaccine doses should correspond to the age, that is, child at the age of 2 years has 2-3 vaccinations, by the age of 3 years has

3-4 vaccinations against influenza, etc.

Ta6nuua 2. Kputepmun 3aBepLIEHHOM CXeMbl BaKLMHaLMKN AETEN COrNacHO perMoHanbHOMY KaneHhapto NpodunakTMy4ecKux NpuBUBOK

r. MockBbl [18]

Table 2. Criteria of the completed vaccination for children according to the regional immunization schedule in Moscow [18]

BospacTtHbie rpynnbi (o6uiee 44cno 403 B NPUBUBOYHOM aHaMHe3e)
UHdekuumn

6-11 mec 2-4ropa 6-8 net 14-15 net
PoTaBupycHas MHbeKuus 3 3 3 3
MeHUHrOKOKKOBast MHbEKLMS 2 2 2 2
BeTtpsHas ocna 2 2 2 2
fenatut A - 2 2 2
KopoHaBupycHas nHpekums, BbiaBaHHas SARS-CoV-2 - - - 2
Bupyc nanunnombl YyenoBeka - - - 2
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Original Article

OpuruHanbHas cTaTbs

JTnyeckasn aKcnepTusa

OKcnepTM3y MNpPOTOKOSIa WMCCNEefOBaHUA B 3TUHECKOM
KOMUTETE He npoBoauNnu. Poautenn Bcex NaLMeHTOB MoA-
nucbiBann MHOOPMUPOBaAHHOE NOGPOBOJILHOE cornacue Ha
06paboTKy MepCoHasbHbIX AaHHbIX cornacHo n. 4 cr. 10
®depepanbHOro 3akoHa oT 27 utong 2006 r. N2 152-d3
(pea. ot 28 deBpang 2025 r.) «O nepcoHanbHbIX AAHHbIX».
Mcnonb3oBaHWe CBeAEHWIM OCYLLECTBASANOCH UCKIOUYUTENb-
HO B 06€3/IMYEHHOM BUE.

PE3Y/IbTATbI

BbiGopKa uccnegoBaHus

[ns KaXkaown BO3pacTHOM rpynnbl 6b110 PaHAOMHO OTO6-
paHo no 150 3neKTPOHHbIX MEAULMHCKUX KapT, Taknm obpa-
30M 6bI10 M3y4eHo 600 KapT aeten, 3aperncTpmpoBaHHbIX
B cucteme EMUAC r. MockBbl. KonnyectBo nauuMeHTOB,
COOTBETCTBOBABLUMX KPUTEPUSIM HEBKIIIOYEHWUS, HE aHanu-
31MpoBanu.

OCcHOBHbIe pe3ynbTaThl UCCNIe0BaHUSA

JocTtaTtoyHbi ypoBeHb (= 95%) NpMBMTOCTM M OXBa-
Ta MMMYHM3aLMEN BO BCEX BO3PACTHbIX rpyrnmnax oTMeyeH
NpPoOTUB Ty6EpPKyNe3HOM MHOEKLMH WU BUPYCHOro renatu-
Ta B (tabn. 3). B oT4enbHbIX BO3PaACTHbIX rpyrnnax AocTaTouy-
HbIMW bl YPOBEHb MPUBUTOCTM NMPOTUB BUPYCHOrO rena-
TMTa B (14-15-netHue), a Takxe oxBaT MMMyHU3auUMWen
NPOTUB KOK/oWa, AudpTepun, CToNGHAKa U noavomuenura
(BCe, KpoMe 6-11-MeCsiyHbIX), KOPKU, KPaCHyxu K anuge-
MuUyeckoro napotuta (6—-8- M 14-15-netHue). YpoBeHb
NMPUBUTOCTU U OXBaTa UMMYHU3aALMEN B OCTasIbHbIX ClydYasx
cnefyet NpuU3HaTh HegocTaTo4HbIM. bonee Toro, camble HU3-
KWe noKasaTenn NPUBUTOCTU OTMEYEHbI NPOTUB reModusb-

Hou rpynnbl b (29,5%), NHEBMOKOKKOBOW (42,3%) MHOEK-
umMn 1 rpunna (23,8%), ocobeHHO B BO3pacTHOM rpynne
14-15 net — 3,3, 1,3 1 4,7% COOTBETCTBEHHO.

[lononHuTenbHbIE pe3ynbTaTbhl UCCNIEA0BaHUS

YpoBeHb BaKLMHaLMW B COOTBETCTBMKU C PErMOHANbHbLIM
KaneHgapem npodunakTMyecKkux NpMBUBOK BGbln HegocTaTo-
YeH B OTHOLIEHUKN BCeX MHbeKUMM (Tabn. 4). KpalHe HUSKUMHU
Obl/IN MOKa3aTeNu oxeata MMMyHU3auMen M NPUBUTOCTH MPO-
TUB POTaBUPYCHOM MHDEKLIMNU, MEHUHTOKOKKOBOW UHDEKLINN,
BeTpsiHOM ocnbl 1 renatuta A. O6pallaeT Ha cebs BHUMaHUe,
YTO NMPOTUB HOBOW KOPOHABUPYCHON MHDEKLIMN BblT UMMYHU-
3MpPOBaH ToNbKO 1 pebeHokK (rpynna 14—15-n1eTHKX), HO axke
B 3TOM C/y4yae BaKuUMHauuMs Oblia HenonHowW. MNpoTuB Knelle-
BOro aHuedanuTta He 6bla NPUBKUT HU OAUH PEGEHOK.

CpaBHeHMEe C NPUBMUTOCTbIO M OXBAaTOM MMMYHMW3aLMEN
NPOTUB «KaneHAapHblX» MHPEeKUMn o naHaemum COVID-19
(2018-2019 rr.) noKasasno, 4T0 B OTHOLWIEHMM BCEX MHDEKLINH,
Kpome oxBaTa MMMYyHM3aLMeN NPOTUB KOPK, KPACHYXMU 1 anu-
[EMMUYECKOro napotuta, OTMEYEH CTaTUCTMHECKM 3HAYMMbIN
pOCT MoOKasaTenen BaKuuHauum B BblOopKe ageten 2023-
2024 rr. (Tabn. b). JuHaMnKa nokasatenen npuBMTOCTU MPO-
TMB MHPeKunn u3 nepedns HKIM BapbupoBana B Agnana3oHe
oT +2,7% (NpoTuB Ty6epKyne3Hon UHbekumm) o +32% (npo-
TMB NOJIMOMUENIUTA), OXBaTa UMMYHU3aLnen — oT +2,7% (npo-
TUB Ty6epKyne3Hon nHbekummn) oo +44,8% (npotvs rpunna).

OBCYXAEHME

Pe3lome pe3ynbTaTtoB UCCNEe0BaHUS

OnucaHo aKTya/lbHOE COCTOSIHWE BaKUMHOMPOOUNAKTK-
KM B MOCTNAHAEMWWHbLIN Nepuoa y AeTen, NPOXKMBaIOLLINX
B I MockBe. [locTtaTo4HbI ypoBeHb (= 95%) npuBHUTOCTH

Ta6nuua 3. MNprBUTOCTb U OXBaT UMMyHU3auunen aeten (n = 600) r. Mocksbl B 2023-2024 rr. B cootBeTcTBMM ¢ HKIIM [3]
Table 3. Immunization and vaccination coverage of children (n = 600) in Moscow in 2023-2024 according to the national immunization schedule [3]

Bcero Bo3pacTtHble rpynnbl, n (%)
UHdeKuun Mokasarenu ? p*
%
n (%) 6-11 mec 2-4ropa 6-8 net 14-15 net

MpuBKTOCTH 586 (97,7) 147 (98) 146 (97,4) 146 (97,4) 147 (98) 0,999
Ty6epKynes

OxBar 586 (97,7) 147 (98) 146 (97,4) 146 (97,4) 147 (98) 0,999

MpuBUTOCTb 487 (81,1) 76 (50,7) 131 (88,6) 137 (91,4) 143 (95,3) <0,001
BupycHbin renatvut B

OxBar 588 (98) 146 (97,3) 148 (98,6) 146 (97,4) 148 (98,6) 0,715

MpuBMTOCTb 387 (64,5) 86 (57,3) 121 (80,6) 90 (60) 90 (60) < 0,001
Kokntow, andTepus, CTONGHAK

OxBar 588 (98) 141 (94) 148 (98,6) 150 (100) 149 (99,3) 0,001

MpuBMTOCTH 473(78,8) 86 (57,3) 106 (70,6) 133 (88,7) 148 (98,7) <0,001
Monuomuenutt

OxBat 588 (98) 141 (94) 148 (98,6) 149 (99,3) 150 (100) 0,001
leModHAbHAS MHBEKLMA MpuBKTOCTD 177 (29,5) 61 (40,6) 73(48,6) 39 (26,0) 5(3,3) <0,001
TMna b OxBar 365 (60,9) 140 (93,3) 140 (93,3) 69 (46,0) 16 (10,9) < 0,001
Kopb, Kpachyxa, MpuBUTOCTb 404 (89,8) 0(0) 142 (94,7) 116 (77,3) 146 (97,3) <0,001
aNMAEMNYECKMii NapoTnT Oxsat 591 (98) 0(0) 142 (94,7) | 149(99,3) 150 (100) <0,001

MpuBMTOCTb 254 (42,3) 107 (71,3) 94 (62,6) 51 (34,0) 2(1,3) < 0,001
[MHeBMOKOKKOBas nHdeKums

OxBat 413 (68,9) 136 (90,7) 130 (86,6) 127 (84,7) 20(13,3) <0,001

MpuBMTOCTH 143 (23,8) 32(21,3) 50 (33,3) 54 (36,0) 7(4,7) <0,001
fpunn

OxBar 391 (65,2) 32(21,3) 93 (62) 125 (83,3) 141 (94) <0,001

MpumeyaHme. <1> — BakumHaums B rpynne 14—215-1eTHUX cyuTanachb NnosHoM Npy BBEAEHWM NATH 103 BaKLIMHHOIO npenapara; <2> — Bak-
LMHaLMA OT KOPKU, KpacHyxM U annaeMUyYecKoro napotuta npoBoanTcs ¢ 12-Meca4HOoro Bo3pacta, No3TOMY B OLEHKE He y4uTbiBaAu rpynmny
6-11-Mecs4HbIX. <*> — paccyUTaHo ¢ NPUMEHEeHUEM Kputepus x2 MupcoHa.

Note. <> — immunization in the group of 14-15-year-olds was considered complete at the administration of five vaccine doses;
<2> — vaccination against measles, rubella, and parotitis was performed from the age of 12 months, so the group of 6—-11 months was not

considered. <*> — calculated via Pearson’s x2 test.



Ta6nuua 4. MpMBUTOCTb U OXBAT UMMYHMU3aLMen geter (n = 600) r. MockBbl B 2023-2024 rT. B COOTBETCTBUU C PErMOHanbHbIM

KaneHaapem npodunakTM4ecKnx NpUBMBOK

Table 4. Immunization and vaccination coverage of children (n = 600) in Moscow in 2023-2024 according to the regional immunization schedule

6-11 mec 2-4ropa 6-8 ner 14-15 net

MpuBUTOCTL 157 (26,1) 106 (70,6) 46 (30,7) 5(3,3) 0(0) < 0,001
PotaBupycHasa nHbeKL 1S

OxBar 204 (34) 123 (82) 71(47,4) 10 (6,6) 0(0) <0,001

MpuBnTOCTH 23(3,9) 0(0) 18(12) 4(2,7) 1(0,6) < 0,001
MeHUHrOKOKKOBas MHMEKL S

OxBar 226 (37,7) 1(0,7) 102 (68) 106 (70,7) 17 (11,3) < 0,001

MpuBUTOCTb 37(6,2) 0(0) 17 (11,3) 16 (10,7) 4(2,6) < 0,001
BeTtpsiHas ocna

OxBat 76 (12,7) 0(0) 24 (16) 22 (14,7) 30(19) < 0,001

MpuBUTOCTD 25 (4,2) 0(0) 5(3,3) 16 (10,7) 4(2,7) < 0,001
fenatnt A

OxBar 49 (8,2) 0(0) 15 (10) 29 (19,4) 5(3,4) < 0,001
KopoHaBupycHas UHbEKLMS, MpuBUTOCTH 1(0,7) 0(0) 0(0) 0(0) 1(0,7) 0,392
Bbl3BaHHas SARS-CoV-21 OxBaT 1(0,7) 0(0) 0(0) 0(0) 1(0,7) 0,392

MpuBUTOCTb 49 (33) 0(0) 0(0) 0(0) 49 (32,7) < 0,001
Bupyc nanuiiombl yenoseka?2

OxBar 54 (36) 0(0) 0(0) 0(0) 54 (36) < 0,001

MpuBKTOCTL 0(0) 0(0) 0(0) 0(0) 0(0) 1,000
Kneweson aHuedbanut

OxBat 0(0) 0(0) 0(0) 0(0) 0(0) 1,000

MprmeyaHme. <1> — BaKUMHaLMSA TONILKO cpean geTew cTaplue 12 neT; <2> — BaKuMHaLWs TOIbKO cpeau eBo4yeK craplie 9 nert. <*> — pac-

CYMUTaAHO C NPUMEHEHNEM KpUTEPUA X2 MupcoHa.

Note. <1> — immunization only among children over 12 years of age; <> — immunization only among girls older than 9 years. <*> — calculated

via Pearson’s x2 test.

Ta6auua 5. CpaBHeHHWe NPUBUTOCTH U OXBaTa MMMyHU3aumen B cooteeTcTBuM ¢ HKIMM aetert B 2018-2019 rr. (n = 618) [1] 1 2023-2024 rT.

(n = 600)

Table 5. Comparison of immunization and vaccination coverage of children in 2018-2019 (n = 618) [1] and 2023-2024 (n = 600)

according to the national immunization schedule

MpuBKTOCTL 587 (95,0) 586 (97,7) 2,7(0,6-4,8) 0,013
Ty6epkynes

Oxsat 587 (95,0) 586 (97,7) 2,7(0,6-4,8) 0,013

MpuBUTOCTL 459 (74,3) 487 (81,1) 6,8(2,1-11,5) 0,005
lenatut B

Oxsat 551 (89,2) 588 (98) 8,8(6,1-11,5) <0,001
MHEeBMOKOKKOBAS MpuBKTOCTL 197 (31,9) 254 (42,3) 10,4 (5,0-15,8) <0,001
MHOeKUMA OxsaT 290 (46,9) 413 (68,8) 21,9 (16,5-27,3) <0,001
Kokniow, audtepusi, MpuBKTOCTL 259 (41,9) 387 (64,5) 22,6(17,1-28,1) <0,001
CTONGHAK Oxsart 532(86,1) 588 (98) 11,9 (8,9-14,9) <0,001

MpuBKUTOCTL 289 (46,8) 473(78,8) 32,0(26,8-37,2) <0,001
Monnomuenut

Oxsat 540 (87,4) 588 (98) 10,6 (7,7-13,5) <0,001
Kopb, KpacHyxa, MpuUBKTOCTL 352 (69,3) 404 (89,8) 20,5 (15,8-25,2) <0,001
SMMUAEMUYECKMA NapoTUT OxBaT 433(85,2) 441 (98) 12,8(-1,6 — 8,5) 0,205

MpuBUTOCTH 27 (4,4) 143 (23,8) 19,4 (15,9-22,9) <0,001
lpunn

Oxsat 126 (20,4) 391 (65,2) 44,8 (39,7-49,9) <0,001

MpumevaHne. AN — fnoBepuTeNbHbIV MHTEPBAN.
Note. Cl (AN) — confidence interval.

M oxBaTa WMMMyHU3auMeh BO BCEX BO3PACTHbIX rpynnax
OTMEYEH TOIbKO NPOTUB TY6EPKYNe3HON MHDEKLMN 1 BUPYC-
Horo renatuta B. B octanbHbIX cnyyasx nokasartenu oxsara
He [OoCTUranu ueneBbiX 3HAYeHWW: Kak B LefioM AN BCen
BbIGOPKKU (remModunibHas MHeKLuMa Tuna b, NMHEBMOKOK-

KoBasf MHOEKUMS, TpUnM), Tak U B OTAENbHbIX BO3PACTHbIX
rpynnax. HefoctaTo4yHbIM cnefyer npuaHatb YPOBEeHb Npu-
BUTOCTM U OXBaTa NpodunaKTUYECKUMU MPUBUBKaAMKU NPOTUB
pPOTaBUPYCHOW MHPEKLUMU, MEHUHTOKOKKOBOM WMHOEKLINMU,
BETPAHOM OCMbl, renatuta A, KOPOHaBUPYCHON WHOEKLMK
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SARS-CoV-2, Bupyca nanuiiombl 4YenoBeKa M KieweBoro
3HuUedanunTa (MHOEKLUMM U3 PErMOHANbHOIO KaneHaaps npu-
BMBOK). O4HOBPEMEHHO OTMEYEH POCT NOKa3aTenen nNpmBK-
TOCTM W OXBaTa MMMYHM3aLMEN MPOTUB BCEX UHDEKUMN U3
nepeyHs HKIMM (Kpome Kopu, KpacHyXW M 3nnaeMUYECcKoro
napoTUTa Mo NnokaslaTesto 0xBaTta UMMyHMU3aLUWeN) B cpaBHe-
HWW C JaHHbIMK A0 NnaHaemun COVID-19.

UHTepnpeTaumsa pe3ynbraTtoB UCCNE[0BaHUSA

Mpwn aHannze npusuTocTn aeten B 2023-2024 rr. MaKcu-
MaJslbHbI YPOBEHb 3apErncTpUpoBaH 419 BaKUMHaLMWM NPOTUB
TY6EPKYNE3HON UHPEKLUMM, JOCTUTLIEN BO BCEX BO3PACTHbIX
rpynnax 97-98%. 3T0T noKasaTenb npeBbillaeT nogobHble
peaynbTaTbl BaKuuHaumm B . MocKkBe 1 MOCKOBCKOM 06n1acTu
(cm. Tabn. 4) B 2018-2019 rr. [1, 19], a TaKKe U MUPOBbIE
nokaszatenu (okono 90%) [20, 21].

HW3KKUi ypoBEHb MPUBUTOCTU NPOTUB BMPYCHOIO renatu-
Ta B cpean mnageHues (50,7%) Ha pOHE BbICOKOIO YPOBHS
oxBaTa UMMYyHU3aunen (98%) 1 obLLero ypoBHS NPMBUTOCTH
BO BCEX BO3PACTHbIX rpynnax CBMAETENbCTBYET O HECBOe-
BPEMEHHOCTU 3aBEPLIEHUS CXEMbl, PEKOMEHAOBAHHOWM
K BbIMO/IHEHUIO Ha MEPBOM rofy *W3HW. [pUBUTOCTb AeTewn
B cooTBeTcTBUU ¢ HKIII 1 Konn4ecTBo AeTewn ¢ He3aBepLUEH-
HOM CXeMOM BaKUMHaLMK MPEBbIWAOT KOIMYECTBO BaKLMK-
HUMpOBaHHbIX B I. MockBe 1 MocKkoBcKorn o6nactn B 2019 1.
M B Mupe B uenom [1, 22, 23]. B 4acTHOCTH, YPOBEHb MNpHU-
BuTOoCTM B 2019 1. B . MOCKBE 1 MOCKOBCKOM 061acTu no
pesynbratam BblI6OPOYHOro MccnegosaHus coctasun 74,3%
npu oxeate BaKuuHauuen B 89,2% [1], a no Bcemy Mupy
cpeaHuK nokasaTenb NPMBUTOCTH cocTaBun 85% [24].

YpoBeHb 0XxBata MMMYyHU3aLMeEN NPOTUB KOKJOLLIA, ANG-
TEepUU U CTOJIGHSIKA HaxOAWUTCHA Ha ypoBHe rnobanbHOro
nokasartens u gaxe npesbiwaeT ero — 6onee 90% [25, 26].
TeM He MeHee, CTOUT OTMETUTb, YTO MPAKTUYECKM BO BCEX
rpynnax, 3a ucknyeHumem ageten 2—4 net (p < 0,01), 6onee
TPETU NALMEHTOB HE MONYYMIM MOMHBIA KypC BaKLMHaLMMK,
M3-3a Yero ypoBeHb MPUBMUTOCTU HE SBASETCH AOCTATOYHbIM
M HaxoauTcs Ha ypoBHe 60%.

[NoKkasaTenn BbICOKOro YpOBHS 0XxBaTa MMMYyHU3aLMEN cpe-
OM [OeTel Bcex BO3PacToOB 3aperncTpupoBaHbl U B OTHOLLE-
HUX BaKUMHaUMKW NPOTUB BMPYCHOro nonuomuennta — 98%.
Camblit BbICOKMI MOKa3aTeNlb 0XBaTta MMMyHU3auuen oTMedYeH
y geten 14-15 net (100%), y aeten 6-8 net (99,3%), y aeten
2-4 net (98,6%). JaHHyO CUTyaLMIO MOXKHO OOBACHUTb U3Me-
HEHWAMM NOpsAKa NPOBeAEeHUS PYTUHHOW BaKLMHALMKU NPOTUB
nosiMoMuenuTa, pernameHTMpoBaHHbiMu Mprkaszom N2 1122H,
KOTOpble MPUBENU K MEpPEHOCY TPaaWLMOHHO NPOBOAMMOW
B 14 neT 3- peBaKUMHaLMK Ha Bo3pacT 6 net [3]. Hn3kum ypo-
BEHb MPUBUTOCTM MNaAEHLEB B 6—11 MEC XXM3HU — Ha YpOBHE
57,3% — AeMOHCTpUPYET Cepbe3Hble HapyweHus Mpu npo-
BEEHMN BaKLMHaLMK JeTel NepBOro roaa *XM3Hu, obycnos-
NIEHHblE NMO3AHMM €€ Ha4yaloM MUK CABWUIOM Ha 6onee CTapLimni
BO3pacCT 3aBepPLUEHNS MEPBUYHON CXEMbI BaKLMHALMMK.

YHUBepCcanbHylO BaKUMHaAUMIO MPOTUB reMoQUibHOM
nHpekunn tnna b eeenn B HKIIM B 2021 r. [3], Toraa Kak
¢ 2011 r. BaKLUMHa BBOAMNACH TOSIbKO AETAM M3 Ipynn pUCKa,
4yeM OODBSACHAETCS 3Ha4YMMbIM POCT MOKasaTenen oxBaTa
UMMYHU3aLMEN U NPUBUTOCTH, 3aPErMCTPUPOBAHHbIV B AaH-
HOM uccnegoBaHMM B cpaBHeHuM ¢ 2018-2019 rr. Mak-
CMManbHble YPOBHW OxBaTa MMMyHU3aUMEN U MPUBUTOCTU
[OCTUMHYTbI y AeTen B Bo3pacTe oT 2 10 4 net (oxBaT — 93,2%,
npusuToCcTb — 48,6%), 601€ee HU3KUIM NoKasaTenb — y AeTen
oT 6 go 11 mec (93,3 1 40,6% COOTBETCTBEHHO), 6—8 net
(46 1 26%), caMblt HU3KWIW YPOBEHb YCTAHOB/EH Cpean noa-
poctkoB 14-15 net (10,9 u 3,3% cootBeTCTBEHHO). OaHaKO
cnegyet o6paTUTb BHUMaHWE Ha HU3KWE NoKasaTenun NpuBK-
TOCTU, HECMOTPS Ha BbICOKMW OXBaT UMMYHM3aUMEN B paH-

HeM Bo3pacTe, YTO CBMAETENbCTBYET O HECBOEBPEMEHHOCTH
NPOBEAEHUS U HEBbLINOSHEHNN PEKOMEHAOBAHHOM CXEMbI
HaLMOHaNbHOro KaneHaaps NPUBUBOK.

BbICOKMI ypoBEHb 06LLErO OXBaTa UMMYHU3ALMEN U NPU-
BUTOCTM AETCKOro HaceneHus NPOAEMOHCTPUPOBAH B OTHO-
LUEHMN TaKNX MHPEKLMN, KaK KOpb, KpacHyxa n anugemmye-
ckur napotnt — 98 n 89,8% COOTBETCTBEHHO, YTO 3HA4YUMO
Bbllle B CPaBHEHMU C NMOKa3aTeNsiMu, 3aperncTPUpPOBaHHbI-
Mu ao naHagemum COVID-19 (85,2 1 69,3% COOTBETCTBEHHO).
Hanb6onee 3Ha4yMmble HapyLIEHUs OTMEY€EHbI B rpynmne ageten
6—8 net. YpoBeHb NPUBUTOCTU B J@HHOK rpynne 3HauYnTeb-
HO HW}KE, 4eM B APYrMX BO3PaACTHbIX KaTeropmsx, — BCEro
77,3%, 4TO KOCBEHHO YKa3blBaeT Ha NpoBeAeHWe BaKUMHa-
LMW B OOroHsoWeM rpaduke.

HecmoTpsi Ha TO, 4TO MHEBMOKOKKOBAas BaKLMHa BXOAWUT
B nepeyveHb BakunH HKIIIM, nokazatenn MMMyHU3aLuu cne-
[yeT oxapaKTepu3oBaTb KaK HefocTaToyHble. BaKunHauums
NPOTUB MHEBMOKOKKOBOM WHbEKUMN 6blna BKAOYEHa
B HKIIM Tonbko B 2014 1., 4TO 06BbACHAET HU3KUM YPOBEHb
NPMBUTOCTM NoApPoCTKOB cTapuwe 14 net: 1,3%. Hanbonee
BbICOKMI YPOBEHb MPUBUTOCTH OTMeYaeTcs y AeTeln 4o roja
n pocturaetr 71,3%, 4TO AOCTOBEPHO Bbllle MOKasaTenew,
CcOOPMUPOBAHHBIX B AOKOBWAHbLIA Mepuod, AaHHbIA (aKT
noATBEP)KAAET COBEPLIEHCTBOBAHME MPaKTUKU CBOEBpe-
MEHHOM UMMYHU3aLMN.

OOHKW N3 caMbIX HU3KKX NOKa3aTenen NpMBUTOCTH 3ape-
rMCTPMPOBaHbl B OTHOWEHWW BaKLMHaUMKW NPOTUB rpumna.
YpoBeHb MPMBUTOCTU MPOTUB FPUMNa XapaKTepusyeTcs Kak
HU3KUIK BO BCEX BO3pacTHbIX rpynnax u coctasnset 21,3%
y neten ot 6 oo 11 mec, 33,3% — y geten ot 2 go 4 ner,
36% — y neten 6-8 net u 4,7% — y geten ctapuwe 14 net.
OaHaKo fJaxe Takne HU3KWe NnokasaTenn 3Ha4YnMmo npeBoc-
Xo4AT NoKasaTenu MpuBUTOCTM B pernoHax Poccuinckom
depepaunn [1, 19], 4TO MOXKET CBUETENLCTBOBATL O ropas-
0o 6onee addEKTUBHOM BaKLUMHaNIbHOM KaMmnaHuM MpoTMB
rpunna B r. MOCKBe B NocnegHue rogol.

CaMble HW3KME MNOKasaTenu oxBata WMMMyHU3aLMen
M MPUBUTOCTU 3apPErncTpuMpoBaHbl B OTHOWEHWUU WMHPEK-
LMW, KOTOpPble NPeayCMOTPEHbI TONIbKO B paMKax AeMCTBYIO-
Wero perMoHanbHOro KaneHaaps nNpuMBUMBOK I MOCKBbI, —
MEHWHIOKOKKOBOW MHEKLMU, BETPSHOM OCMbl, renatuta A,
KeweBoro sHuedanuta M KOPOHaABWUPYCHOW WHOEKLMH
SARS-CoV-2. B xoge cpaBHWTENbHOrO aHanM3a 3aMeTHa
NoJoXKUTENbHAA AMHAMWKa B BMAE POCTa 4ucna NPUBUTBIX
NPOTUB POTaBMPYCHOW MHOEKLMKU 3a MOCNEAHME HECKOJIbKO
NneT ¢ Hanbonee BbICOKMM MoKasaTenem NPUBUTOCTU MAageH-
ueB 6-11 mec *un3Hu — 70,6%, Toraa Kak y oeten 2—4 net
npuBuTocTb coctaBnseT 30,7%, y aneten 6-8 net — 3,3%.

MonyyeHHble pe3ynbTaTtbl, XapaKTepuaylolue nono-
WMUTENbHYIO [AWHAMUKY MoKa3aTenen npuMBUTOCTU [eTewn
r. MOCKBbI, AOMONHUTENIbHO MOTYT OblTb OBYCNOBNAEHbI OCO-
6EHHOCTAMW OpraHmM3aLnn paboTbl Ne4ebHo-NpodunaKTuye-
CKOro y4dpexgeHusa. B nocnegHue rogol B 4 N 133 13M
60nblloe BHUMaHWE yaenseTcs COBEPLUEHCTBOBaAHMIO pabo-
Tbl MO UMMYHOMPOdUIAKTUKE Ha Pa3HbIX YPOBHSAX U B Pa3HbIX
dopmax. B yactHocTM, npoBoaaTcs o6ydvyeHue neauMaTpos
M Y3KMX CMneunanncToB BOMpocam BaKLUMHaLMW Ha OCHOBE
NMPUHUMMOB JOKa3aTelbHON MeAULMHbI; PETYASPHO NPOXOAUT
06CYyKAEHNE KIIMHUYECKUX Cly4aeB M3 MNPaKTUKKM Bpada,
pasbop OWNBOK U anropuTMOB AEMCTBUI Bpaya, YTO NPUBO-
[OMT K OCO3HAHHOMY NMOAXO4Y Bpayen n MegULMHCKUX cecTep
K BaKUMHaLWK geTen n K pabote ¢ poautensimu. OpraHmsaums
paboTbl NONMKINMHUKK BbICTPOEHA TaKMM 06pa3oMm, YTo, He3a-
BMCUMO OT MPUYMHbI BU3UTA NaLMeHTa, 060 Bpay aHanv-
3MpyeT BaKUMHaNbHbIM CTaTyc M NpoBoauT 6ecedy C poau-
TenssMn B e€OMHOM O06LlenpuHaToM Ktode. KomnnekcHas
cucTeMaTU3npoBaHHasa paboTa, HanpaBieHHas Ha NoBble-



HWEe KayecTBa BaKLUMHOMNPODUNAKTUKKM, MO3BONNUMA YYpexae-
HUIO MNOAHATLCS B 06LLIErOPOACKOM PENTUHre ¢ 22-r0 MecTa
B 2020 r. Ha 2-e mecTo B 2023 1. M COXpPaHUTb 3TU MNO3ULINK
[10 HacTosiero BpemMexun [15].

OrpaHU4eHusa uccnefoBaHusa

OrpaHuyeHneM 1ccnegoBaHus ABASETCS OTCYTCTBME BO3-
MOHOCTU OLIEHKM pPENpPE3EeHTaTUBHOCTU Clly4anHOW BblGOpP-
KW, NMOCKO/IbKY OT6OP AaHHbIX OCYLLECTBAANCS MO MPUHLK-
ny AOCTYMHOCTU MEAWLIMHCKOM [AOKYMEHTaUMW B peecTpe
3MIEKTPOHHbIX MEAULMHCKUX [LOKYMEHTOB MEeAMLMHCKOro
yupexaeHusa r. MocKBbl. Takxe cnegyet obpaTuTb BHMU-
MaHue, 4YTO OLEeHKa AOKYMEHTMPOBAHHOM MPUBMUTOCTU He
Bcerga oTpaxaeT GaKTUYECKYI0 NPUBUTOCTb JETCKOro Hace-
NIEHUS, MOCKONIbKY HEBO3MOMXHO MCK/YUTL OLIMGOYHbIE
3anucu UK, HanPoOTUB, HEYYTEHHbIE, HO BbIMOJIHEHHbIE NPU-
BMBKW, Hanpumep, B KOMMEPYECKMX MEAULIMHCKUX LiEHT-
pax [1, 27]. JOKyMeHTMpOBaHHas MNPUBUTOCTb HE YYUTbI-
BaeT MHAMBMAYaNbHbIX 0COGEHHOCTEN MOCTBAKLMHANbHOIO
MMMYHHOIO OTBETA, B CBA3U C YEM HEBO3MOMKHO CyAUTb 06
WUCTMHHOM 3allMLLEeHHOCTM MCCNeayeMoro AeTCKOro Hace-
neHus r. MockBbl. Kpome Toro, B Koropte AeTen, NpuBoO-
AWMbIX A9 CpaBHEHMA B WUCCNefOoBaHWMK, BbINOSHEHHOM
B 2018-2019 rr., UCNONb30BaNNCh AaHHblEe AETEN, NPOXKU-
BaloWMX He ToNbKO B MocKkBe, HO 1 B MOCKOBCKOM 061acTH,
YTO TaK¥Xe MOIJ/10 OKa3aTb BAUSHWE Ha pe3ynbTaThbl.

3AK/IIOMEHME

B 2023-2024 rr. B . MOCKBE OTMEYEH BbICOKUI YpPO-
BEHb OXBaTa MMMyHM3aLUMen NpoTUB TybepKynesa, BUpPYC-
Horo renaTtuta B, audTepun, Koknlwa, CToN6HAKa, NoaMo-
MHWEeNnTa, KOpu, KPacHyxn u napotuta — Ha ypoBHe 98%.
BbICOKWI ypoBEHb NPUBUTOCTM NpOTMB renatuta B (95,3%),
KOpPU, KpacHyXu 1 anngemMmumyeckoro napotuta (97,3%) 3ape-
rMCTPUPOBaH B rpynne noApocTKOB. HegoctaTouHbIM ypo-
BEHb MPUBWUTOCTM BbISIBAIEH MPOTUB KOKMWWa, AMdTeEpUH,
CTON6HSKa 1 nonMomMunenuTa 'y aeten ao roga (57,3%), npotms
KOpW, KpacHyxu, mapoTuta — cpean Mnaflmx WKONbHUKOB
(77,3%), npotMB AMPTEPUM U CTONOHAKA — Yy NOAPOCTKOB
(60%). Tem He MeHee, OTMEYEH JOCTOBEPHbIM POCT NoKasa-
Tenen NpUBMTOCTM M OXBaTa MMMYHM3aLMen NPOTUB BCEX
nHpeKumn, npegycmotpeHHbix HKIM, B cpaBHEHUU C aAaH-
HbIMW A0 naHaemum COVID-19. TonbKo TPEeTb AETEN NPUBUTDI
OT MEHWMHIOKOKKOBOW W ManuiioMaBUpPyCHOW MHOEKLNK:
37,7 n 36% COOTBETCTBEHHO. 3aperncTtpupoBaHbl KpanHe
HU3KWE MoKa3aTenu oxeaTa MMMYyHW3aLUMEN MPOTUB BETPS-
Hou ocnbl — 12,7% peten, renatuta A — 8,2% v nNpotms
KopoHaBupycHon nHoekunn SARS-CoV-2 — nunwb 0,7%. He
3aPUKCMPOBAHO HM OAHOMO cyyas BbIMOJIHEHHOW BaKLMHa-
LIMKN OT KNewweBoro aHuedanuTa.

UCTOYHUK ®UHAHCUPOBAHMUSA
OTcytcTBYET.

CMUCOK JINTEPATYPbI / REFERENCES

1. IpuHuuk M.P, HamazoBa-bapaHoa J1.C., ®PenoceeHko M.B.
n ap. CpaBHUTENbHbIA aHanM3 NnokasaTenen NpUMBUTOCTU W OXBaTa
UMMYyHM3aLMen AETCKOro HaceneHus Ha TeppuTtopmun deaepanbHbixX
okpyroB Poccuiickoin depepauunn // lNeamatpuyeckas papmako-
normd. — 2022. — T. 19. — N2 1. — C. 6-19. — doi: https://doi.
org/10.15690/pf.v18i6.2351 [Grinchik PR, Namazova-Baranova LS,
Fedoseenko MV, et al. Comparative Analysis of Immunization and
Immunization Coverage in Children of Russian Federation Federal
Districts. Pediatricheskaya farmakologiya — Pediatric pharmacology.
2022;19(1):6-19. (In Russ). doi: https://doi.org/10.15690/
pf.v18i6.2351]

FINANCING SOURCE
Not specified.

PACKPbITUE UHTEPECOB
ABTOpbI CTaTbM MOATBEPAWSIN OTCYTCTBUE KOHGIUKTa
MHTEPECOB, 0 KOTOPOM HE0OX0UMO COOOLIMUTL.

DISCLOSURE OF INTEREST
Not declared.

BKJIAQ ABTOPOB

H.A. KnumoBa — npoBeaeHne uccneaoBaHusa, pabota
C AaHHbIMW, aHaNM3 JaHHbIX, HANMCaHMe YepHOBMKaA PYKOMKU-
CW, MepecMoTp U peaKTMpoBaHWE PYKOMUCH.

M.B. ®egoceeHKO — onpenesieHne KOHUEMLUK 1uccne-
[I0BaHu1s, NPOBEAEHMNE UCCNeaoBaHWs, paboTa C JAaHHbIMU,
nepecMoTp U pefaKkTMpoBaHWe PYKOMUCH.

J1.C. HamasoBa-bapaHoBa — onpeaeneHne KoHLEMNLNUK
nccnegoBaHus, NepecMoTp U pefakTMpoBaHMeE PYKOMUCH.

A.C. PycuHoBa — onpejaeneHne KOHLenuun uccneno-
BaHus, paboTa ¢ AaHHbIMM.

B.[l. MepKkynoBa — npoBefeHne UccnefoBaHus.

3.3. BynatykoBa — npoBejeHne ncecnegoBaHums.

MN.C. MNonuxoBa — nNpoBeJlIEHNE UCCNIEOBAHUS.

AUTHORS’ CONTRIBUTION

Nataly A. Klimova — conducting the study, data
processing, data analysis, manuscript draft writing,
manuscript review and editing.

Marina V. Fedoseenko — study concept, conducting the
study, data processing, manuscript review and editing.

Leyla S. Namazova-Baranova — study concept,
manuscript review and editing.

Dina S. Rusinova — study concept, data processing.

Vera D. Merkulova — conducting the study.

Elina E. Bulatukova — conducting the study.

Polina S. Polikhova — conducting the study.

ORCID

M.B. ®epgoceeHKo
https://orcid.org/0000-0003-0797-5612
H.A. KnumoBa
https://orcid.org/0000-0003-3342-9252
J1.C. Hama3oBa-bapaHoBa
https://orcid.org/0000-0002-2209-7531
A.C. PycuHoBa
https://orcid.org/0000-0002-1215-1872
B.A. MepkynoBa
https://orcid.org/0009-0003-0868-9295
3.3. bynatyKkoBa
https://orcid.org/0007-0007-5777-6976
MN.C. NonuxoBa
https://orcid.org/0009-0008-9143-1194

2. Bpuko H.W., BuwHeBaE.A., KantoxxHas TA. u ap. BaKUuHbI n UMMy-
HOMpogUnaKTUKa B COBPEMEHHOM MMpPE: PYKOBOACTBO ANS Bpadven /
noa pea. J1.C. Hama3zoBson-bapaHosoi, H.W. bpuko. — M.: MNeanatpb;
2021. — 612 c. [Briko NI, Vishneva EA, Kalyuzhnaya TA, et al. Vaktsiny i
immunoprofilaktika v sovremennom mire: A guide for doctors. Namazova-
Baranova LS, Briko NI, eds. Moscow: Pediatr; 2021. 612 p. (In Russ).]

3. [Mpuka3 MuHagpasa Poccun ot 6 fekabps 2021 r. N2 1122+ «06
YTBEDIKAECHMN HALMOHAIbHOrO KasneHAapsi Mpo@uaaKTUYECKUX Mpu-
BUBOK, KaneHAaps npopunaktMiecKmnx npmuBMBOK o 3rMAeMUYECKUM
MoKa3aHWUsM 1 MopsifKa NMpoBeAeHUs NPOOUIAKTUYECKMX NMPUBUBOK»
(c u3meHeHnsiMK 1 gononHenusamu). [Order of the Ministry of Health

CURRENT PEDIATRICS /2025 / V.24 /N2 5

7

BOMPOCbl COBPEMEHHOW MEAUATPUM / 2025 / TOM 24 / N2 5



Original Article

OpuruHanbHas cTaTbs

of the Russian Federation dated December 6, 2021 No. 1122H «On
approval of the national calendar of preventive vaccinations, the
calendar of preventive vaccinations for epidemiological indications
and the procedure for conducting preventive vaccinations» (with
amendments and additions). (In Russ).] [loctynHo Ha: https://base.
garant.ru/403258640. ata o6palleHuns: 20.09.2025

4. bpuko H.U., denbabniom W.B. HaunoHanbHas KoHLUeNuUus
pas3BUTUSA BaKuuHonpodunaktukn B Poccun // dnuaemuonorus
n BakuymHonpogunaktmka. — 2024, — T. 23. — N° 2. —
C. 114-123. — doi: https://doi.org/10.31631/2073-3046-
2024-23-2-114-123 [Briko NI, Feldblyum IV. National Concept of
Development of Vaccine Prophylaxis in Russia. Epidemiology and
Vaccinal Prevention. 2024;23(2):114-123. (In Russ). doi: https://
doi.org/10.31631/2073-3046-2024-23-2-114-123]

5. Gualano MR, Olivero E, Voglino G, et al. Knowledge, attitudes
and beliefs towards compulsory vaccination: a systematic review.
Hum Vaccin Immunother. 2019;15(4):918-931. doi: https://doi.
org/ 10.1080/21645515.2018.1564437

6. Rosini R, Nicchi S, Pizza M, Rappuoli R. Vaccines Against
Antimicrobial Resistance. Front Immunol. 2020;11:1048.
doi: https://doi.org/10.3389/fimmu.2020.01048

7. Tagliabue A, Rappuoli R. Changing Priorities in Vaccinology:
Antibiotic Resistance Moving to the Top. Front Immunol.
2018;9:1068. doi: https://doi.org/10.3389/fimmu.2018.01068
8. KoctuHoB M.I., XapceeBa I.I., YenycoBa A.B. HaunoHanbHbIM
KaneHaapb npodunakTMyeckux NPuWBMBOK: HacToslee U Gyayliee
(MaTepuan Ana NOAroToBKW nekuuu) // MHPeKUMOHHble 60/1e3-
HU: HOBOCTHU, MHeHus, obyyeHne. — 2022, — T. 11. — N° 2. —
C. 112-119. — doi: https://doi.org/10.33029/2305-3496-
2022-11-2-112-119 [Kostinov MP, Kharseeva GG, Chepusova AV.
National calendar of preventive vaccinations: present and future
(material for lecture preparation). Infectious diseases: news,
opinions, training. 2022;11(2):112-119. (In Russ). doi: https://doi.
0org/10.33029/2305-3496-2022-11-2-112-119]

9. YepHoBa T.M., TumyeHko B.H., MbicknHa H.A. 1 ap. MpuynHbl
HapyweHus rpadvKka BaKUMHauuW [OeTen paHHero Bo3pacta //
Megmatp. — 2019. — T. 10. — N2 3. — C. 31-36. — doi: https://
doi.org/10.17816/PED10331-36 [Chernova TM, Timchenko VN,
Myskina NA, et al. Causes of violation of vaccination schedule
in young children. Pediatrician. 2019;10(3):31-36. (In Russ).
doi: https://doi.org/10.17816/PED10331-36]

10. Rosa SSRF, da Silva AKA, Dos Santos CR, et al. Effects of
vaccine registration on disease prophylaxis: a systematic review.
Biomed Eng Online. 2022;21(1):84. doi: https://doi.org/10.1186/
$12938-022-01053-z

11. WHO. COVID-19 pandemic leads to major backsliding on
childhood vaccinations, new WHO, UNICEF data shows. Available
online: https://www.who.int/ru/news/item/15-07-2021-covid-19-
pandemic-leads-to-major-backsliding-on-childhood-vaccinations-
new-who-unicef-data-shows. Accessed on September 20, 2025.
12. MmpwuHa A.A., 3annatHukoB A.J1., MetpoBckuin d.U., TaHaano-
Ba J1.I. BakuuHauua geten B pamMKax HaLMOHaNbHOro KaneHaa-
psi NpoduNaKTUYEeCKUX NPUBUBOK B ycnoBuax naHgemun COVID-19:
npobnembl U Nyt pewenusa // PMM. Matb n guta. — 2021. —
T 4. — N2 1. — C. 85-89. — doi: https://doi.org/10.32364/2618-
8430-2021-4-1-85-89 [Girina AA, Zaplatnikov AL, Petrovsky Fl,
Tandalova LP. Vaccination of children with inthenational immunization
schedule during the COVID-19 pandemic: problems and solutions.
Russian Journal of Woman and Child Health. 2021;4(1):85-89. (In
Russ). doi: https://doi.org/10.32364,/2618-8430-2021-4-1-85-89]
13. O COCTOAHUU CaHUTapHO-3MUAEMUOSIONMYECKOro 61aro-
nonyuns Haceneuuss B Poccuiickoi ®egepaumn B 2023 rogy:
focypapctBeHHbIN foknaa. — M.: PepepanbHas cnyxb6a no Haasopy
B chepe 3awuTbl NpaB notpebutenen n 6naronosy4yms YenoBeKa;
2024. — 364 c. [0 sostoyanii sanitarno-epidemiologicheskogo
blagopoluchiya naseleniya v Rossiiskoi Federatsii v 2023 godu: State
report. Moscow: Federal Service for Surveillance on Consumer
Rights Protection and Human Wellbeing; 2024. 364 p. (In Russ).]
14. bpuko H.N., BpaxHunkoB A.lO., KupbsHoBa E.B. n gp. Kau-
HUYecKas 3MMAeMH1oIors U OCHOBbI JOKa3aTelbHON MEAULMHBI / NOS
pea. H.N. Bpuko. — M.: U3a-Bo «Pemeanym lMpuBomkbe»; 2019. —
287 c. [Briko NI, Brazhnikov AYu, Kiryanova EV, et al. Klinicheskaya
epidemiologiya i osnovy dokazatel’noi meditsiny. Briko NI, ed. Moscow:
Remedium Volga Region Publishing House; 2019. 287 p. (In Russ).]
15. Tumowkosa C.A., Pycunosa [.C., EnarnHa T.H. n ap. U3meHeHuns
OopraHuM3aumm BaKUMHONPOODUNAKTUKM B AETCKOM rOPOACKOM MOu-

KNUHKKE U ux abdeKTUBHOCTL // Bonpockl coBpemeHHon neamart-
pun. — 2023. — T. 22. — N2 2. — C. 207-214. — doi: https://
doi.org/10.15690/vsp.v22i2.2563 [Timoshkova SD, Rusinova DS,
Elagina TN, et al. Changes in the Preventive Vaccination Procedures
in Children’s City Outpatient’s Clinic and its Efficacy. Voprosy
sovremennoi pediatrii — Current Pediatrics. 2023;22(2):207-214.
(In Russ.) https://doi.org/10.15690/vsp.v22i2.2563]

16. WHO. Coronavirus disease (COVID-19) pandemic. Available
online: https://www.who.int/europe/emergencies/situations/
covid-19. Accessed on September 20, 2025.

17. Crpaterns pa3But1s UIMMYHOMPOPUNAKTUKM MHPEKLUMOHHbIX 60/1e3-
Hel Ha nepuoa fo 2035 ropa. [Strategiya razvitiya immunoprofilaktiki
infektsionnykh boleznei na period do 2035 goda. (In Russ).] JocTynHo
no: https://www.pediatr-russia.ru. Ccbinka aktuBHa Ha 20.09.2025.
18. TMpuKka3 [enaptameHTa 3apaBooxpaHeHus r. MOCKBbl OT
4 mapta 2022 . N2 207 «0O6 yTBEpKAEHMM PErMOHAIbHOIr0 KaseH-
Aapsi NPoQUIaKTUHECKMX MPUBMBOK M PErMOHA/IbHOro KaneHpaps
MPOGUIaKTUYECKNUX MPUBUBOK MO 3MUMAEMUYECKMM MOKa3aHUAM».
[Order of the Moscow Department of Healthcare dated March 4,
2022 No. 207 “On approval of the regional calendar of preventive
vaccinations and the regional calendar of preventive vaccinations
for epidemiological indications”.] octynHo no https://base.garant.
ru/404787023. Ccbinka aktuBHa Ha 23.10.2024.

19. HamasoBa-bapaHoBa J1.C., d®epgoceeHko M.B., TpuHumk T.P.
n ap. NpUMBKUTOCTb M 0XBaT UMMYHWU3aLMEN B COOTBETCTBUM C HALLMO-
HanbHbIM KaneHgapeMm npodUIaKTUYECKUX MPUBUBOK [ETCKOro
HaceneHus: OLHOMOMEHTHOE MHOrOLIEeHTPOBOE wuccnefoBaHue //
lNeanatpuyeckas ¢apmakonorns. — 2021. — T. 18. — N° 2. —
C. 110-117. — doi: https://doi.org/10.15690/pf.v18i2.2218
[Namazova-Baranova LS, Fedoseenko MV, Grinchik PR, et al.
Immunization and Immunization Coverage According to National
Immunization Schedule for Children Population: Cross-Sectional
Multi-Centre Study. Pediatricheskaya farmakologiya — Pediatric
pharmacology. 2021;18(2):110-117. (In Russ). doi: https://doi.
org/ 10.15690/pf.v18i2.2218]

20. Martin C, Aguilo N, Gonzalo-Asensio J. Vaccination against
tuberculosis. Vacunacion frente a tuberculosis. Enferm Infecc
Microbiol Clin (Engl Ed). 2018;36(10):648-656. doi: https://doi.
org/10.1016/j.eimc.2018.02.006

21. Gault G, Fischer A, Nicand E, et al. Assessment of vaccination
coverage of adolescents aged 16-18 years with an innovative
electronic immunization record system. Med Mal Infect. 2019;49(1):
38-46. doi: https://doi.org/10.1016/j.medmal.2018.11.001

22. Hill HA, Elam-Evans LD, Yankey D, et al. Vaccination Coverage
Among Children Aged 19-35 Months — United States, 2017. MMWR
Morb Mortal Wkly Rep. 2018;67(40):1123-1128. doi: https://doi.
org/10.15585/ mmwr.mm6740a4

23. Khan J, Shil A, Mohanty SK. Hepatitis B vaccination coverage
across India: exploring the spatial heterogeneity and contextual
determinants. BMC Public Health. 2019;19(1):1263. doi: https://
doi.org/10.1186/s12889-019-7534-2

24. Jacobson IM, Brown RS Jr, McMahon BJ, et al. An Evidence-
based Practical Guide to Vaccination for Hepatitis B Virus. J Clin
Gastroenterol. 2022;56(6):478-492. doi: https://doi.org/10.1097/
MCG.0000000000001695

25. WHO. Diphtheria tetanus toxoid and pertussis (DTP) vaccination
coverage. Available online: https://immunizationdata.who.int/
global/wiise-detail-page/diphtheria-tetanus-toxoid-and-pertussis-
(dtp)-vaccination-coverage. Accessed on September 20, 2025

26. Kaur G, Danovaro-Holliday MC, Mwinnyaa G, et al. Routine
Vaccination Coverage — Worldwide, 2022. MMWR Morb Mortal Wkly
Rep. 2023;72(43):1155-1161. doi: https://doi.org/10.15585/
mmwr.mm7243al

27. MykoxeBa PA., KynnyeHko T.B., BunbyaHckas T.B. u ap. AHanu3s
NPUBUTOCTU U CBOEBPEMEHHOCTU BaKLUMHaLMKU AeTei NpoTUB UHEK-
LM U3 NepeyHs HaLMOHaNbHOro KaneHaaps NnpodunakTM4ecKux npu-
BUBOK B Cy6beKTax [MpUBOMKCKOro 1 JanbHEBOCTOYHOIO defepasibHbIX
oKpyros Poccuiickon Peaepalinm: 0JHOMOMEHTHOE UccneaoBaHue //
Bonpocskl coBpemeHHon neamnatpmm. — 2021. — T. 20. — N2 4. —
C. 282-291. — doi: https://doi.org/10.15690/vsp.v20i4.2284
[Mukozheva RA, Kulichenko TV, Vilchanskaya TV, et al. Analysis of
Vaccination of Children and its Timing Against Infections from the
National Immunization Schedule in the Volga and Far Eastern Federal
Districts of Russian Federation: Cross-Sectional Study. Voprosy
sovremennoi pediatri — Current Pediatrics. 2021;20(3):282-291.
(In Russ). doi: https://doi.org/10.15690/vsp.v20i4.2284]



KnuHunyecKoe Ha6nwoaeHue

.'J Check for updates
B.B. UBaHuuKoB:, T.K. AnbgapoBa? 3, A.Ll. lyauc?, 3.T. Am6apusant, A.l. AnekceeBal, A.U. MaTepuKuu?,
B.M. NMonoBal, H.B. Xypkosa®-5, H.[l. Bawkamagse?l 2, T.E. UBaHHuKoBa?, 10.B. TMXOHOBUY?,

H.T. OBcAHMK?

https://doi.org/10.15690/vsp.v24i5.2957

1 HAW nepmaTpum 1 oxpaHbl 30poBbsa getein HKLL N22 drEHY «PHUX nm. akaa. B.B. MNetpoBcKkoro», MocKBa,
Poccunckaa depepauns

2 POCCUIMCKUIA HaLIMOHaNbHbIW UCCNef0BaTeIbCKUIA MEAULMHCKUIA YHUBepcuTeT um. H.W. Muporosa
(MuporoscKkun YHneepcuteT), MockBa, Poccuinckasa degepauma

3 Mopo30BCKas [eTcKas ropoAcKasn KiMHuyeckas 6onbHuULa, MockBa, Poccuitickas deaepadus

4 MepBblit MOCKOBCKMIA rOCY1apCTBEHHbIN MeAULIMHCKUIA yHuBEpcUTeT M. .M. CeyeHoBa (Ce4eHOBCKMI
YHuBepcuTteT), Mocksa, Poccuickas degepauma

5 MeauKo-reHeTMYecKuii Hay4dHblit LIeHTp MM. akaa. H.M. BoukoBa, MockBa, Poccuiickas defepalius

Co4yetaHue cuHapoma HetepToHa

U TMNONUTYUTaApU3Ma C U30JIMPOBAHHbIM
AedULMTOM COMATOTPOMHOIro rOpMoHa:
KJIUHUYEeCcKui cnyyaml

369

KoHTaKTHaa undopmauusa:

MBaH4MKOB Bnagucnas BnagummupoBuy, MAaAWKU Hay4qHbI COTPYAHUK, Bpay oTAeneHus aepmatonorun anst aeteit HUM neamatpum n oxpaHsl 340poBbst
aetei HKL, N°2 ®IBHY «PHLX um. akag. b.B. MetpoBcKoro»

Appec: 117593, MockBa, JIutoBcKkuit 6ynbBap, 4. 1a, e-mail: awdawd22@yandex.ru

Cratbs nocrynuna: 03.07.2025, npuHsTa K neyatu: 16.10.2025

0O6ocHoBaHHue. CUHAPOM HeTepToHa — reHeTMYecKoe 3abosieBaHune, /151 KOTOPOro XxapakTepHo covYeTaHne XTmo3mgpopm-
HOHM 3pUTPOAEPMUM, aHOMaJIMM POCTa BOJIOC, @ TaKXKe TSHKE/IOro aTofMyecKoro gepmartnia C BbICOKOW KOHUEHTpauuen
ob6Lero ISE B cbiBOpoTKE KpoBHU. OAHAKO NOMUMO OMUCaHHOM «Tpuaibl», y NayneHToB ¢ CUHAPOMOM HeTepToHa onucaHbl
oTCcTaBaHue B pocTe U QU3NYECKOM pPasBUTUU. B 6OJILIUIMHCTBE C/lydaeB 3TO CBA3AHO C TSXKEJ/bIM Te4YeHMEM OCHOBHOIO
3a60/1eBaHusl, HO B HEKOTOPLIX CUTYyaLMSAX MPUYMHON HU3KOPOC/IOCTU ABNAETCS MMIONUTYUTapm3m ¢ AedULMTOM COMaToTpOr-
Horo ropMoHa. OnucaHue KJIMHUYEeCKOro cJyyas. Y rnayueHta c noATBepKAeHHbIM MarHo30M cuHapoma HetepToHa npu
rocnurann3almnmn oTMeYeHbl oTcTaBaHne B U3NYECKOM Pa3BUTUN U HU3KOPOC/IOCTb, @ TaKXKe TAXKel0e TeYeHUe OCHOBHOIMo
3a60/1eBaHus ¢ pa3BUTUEM UXTUO3UDOPMHON SPUTPOAEPMUN. YIUTbIBaS TKEN0e TeHeHHe CuHAPOoMa HeTepToHa, nayneHTy
o nokasaHuto off-label 6bi1a MHMLUMMpPOBaHa Tepanus MHrIMbutopom IL-4/13 pgynunyma6om. lNpu JONOTHUTENILHOM 06C/1e-
JlI0BaHMK BbISIBJIEH CONYTCTBYIOLUMI TMAONMUTYUTapPU3M C U30JIMPOBAHHbLIM AEQULMUTOM COMATOTPOMNHOIrO ropMoHa. HasHadyeHa
3amecTuTe/IbHas Teparnusi CoMaToTPONUHOM. B pesynbtate KOMGUHMPOBaHHOM Tepanun yaanoch JOOUTLCA 3HAYUTENIbLHOIo
YAydLIeHns COCTOSIHUS naumneHTa. KIMHNYeCcKu 3HaqynMble HeXenaTesbHble BJeHns Ha poHe Tepanuu He 3aperncTpupoBa-
Hbl. 3aknoyeHune. OTcTaBaHne B GU3MYECKOM Pa3BUTUM NaLUEHTOB C CUHAPOMOM HeTepToHa AB/ISeTCs OCHOBaHWEM A1
MpoBeAeHUs UCCaeoBaHMI NPUYUH HU3KOPOCIOCTH. KoMOBUHaUMA 3aMeCTUTE/IbHOM Teparnnn coMaToTPOIHbIM FOPMOHOM
C MPUMEHEHUEM FEHHO-UHXEHEPHOIro 6MOJI0rMYECKOro rnpenapara Aynuiyma sBaseTcs 9QOEKTUBHOM n 6€30MacHOM, 04Ha-
KO TpebyeT MexXANCUNIMTIMHAPHOro rnoaxoAa K BEAEHUIO TaKUX NMaLlneHToB.

KnioyeBble cnoBa: cMHAPOM HeTepToHa, ruronuTyuTapmuaM, HU3KOPOCIOCTb, COMATOTPOIHbIMN FOPMOH, COMAaTOTPOIMH,
aynuinymab

Ansa uymtnpoBaHus: VisaHunkos B.B., 9nbaaposa TK., lyauc A.A., Am6apusH 3.T., Anekceesa A.[., MatepukuH A.U.,
MNonosa B.M., ypkoBa H.B., Bawkamagse H.[., UBaHHuKoBa T.E., TuxoHoBu4 H0.B., OBcaHuK H.I. CoyeTaHne cuHapoma
HeTepToHa v runonuTyMtapmMama ¢ M30AMpoBaHHbIM AeDULMTOM COMATOTPOMHOIO ropMOHa: KIIMHUYECKKI cinydan. Bonpochkl
coBpemeHHon neguatpun. 2025;24(5):369-375. doi: https://doi.org/10.15690/vsp.v24i5.2957

OBOCHOBAHME

CuHapom HeTepToHa — peakui reHogepmaTos ¢ ayTo-
COMHO-PELIECCUBHbBIM TUMOM HacnegoBaHus. BnepBbie onu-
caH B 1958 r. E. Netherton Kak coyeTaHve BPOXAEHHOM
UXTUO3UDOPMHON 3pUTPOAEPMUN, «6aMOYKOBOW» AMCTPO-
dwum Bonoc (trichorrhexis invaginata) n aTonuMu ¢ BbICOKOM
KOHLeHTpaumen IgE B cbiBOPOTKE KpoBM [1]. NpU4MHON CUH-

1

ApomMa HeTepToHa ABASKOTCA NaTOreHHble BapuaHTbl reHa
SPINK5, kopupytouwero 6enok LEKTI (Lympho-epithelial
Kazal-type-related inhibitor) [1]. B Hopme LEKTI nHrnéupyet
CepuHOBbIE MpOTeasbl annaepmuca — KaaaukpeuHbl [1].
Mpn cuHaopome HeTepToHa aKTUMBHOCTb MNpoTea3 MoBbl-
LaeTcs, 4TO NPUBOAMT K pPas3pyLlEHUIO KOPHEOLEeCMOCOM,
HapylweHnto 6apbepHOn QYHKLUU KOXM M MU3ObITOHHOM

KpaTKoe onucaHune KInHUYeCcKoro crnydas 66110 onyénvkoBaHo paHee (Iyauc A[. n coasT. KoHdepeHunsa no opdaHHbIM U AETCKUM 3HA0-
KPUHHbIM 3a60M1eBaHUAM «IHLOKPUHHAA opdaHeTUKa: LOCTUKEHUS U NEPCMEKTUBLI»: CO0PHUK Te3ncos, 2024). B HacTos e cTaTbe npea-
CTaB/fIeHO pa3BepHyToe (0CO6EHHO B YacTu Tepanuun) onucaHue ¢ AiTenbHbIM (2 roa) NepMoaoM KIMHUYECKOro HabtoaeHus.
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[lecKBamauuu poroBoro C€nos anuaepmuca ¢ pasBUTUEM
MMMYHHOro oTBeTa Th2-tuna [2]. CneundunyecKas tepanus
3a6oneBaHna OTCyTCTBYeT. [loTeHUuManbHbIMU MULWEHAMU
NS TepaneBTUYECKOro BO34ENCTBUSA MOTYT ObiTb LIMTOKMHbI
T2-BocnaneHuns [2]. OnucaHbl cny4yau yCMewHoro npume-
HEeHMS Yy NauMeHTOB C CMHAPOMOM HeTepToHa MHrMbuTOpa
anbda-peuenTtopa uHTepnenkuHa (IL) 4 aynunymaba, npu
NPUMEHEHUN KOTOPOro OTMEYEHO YMEHbLUEHWE WHTEHCUB-
HOCTM 3y[a M 3pUTEMATO3HO-CKBAMOS3HbIX BbICbiNaHum [2].

HuKe npeacTtaBneHo onucaHWe nauueHTa ¢ CMHAPOMOM
HeTepToHa M cONyTCTBYIOWMM rMNONUTYUTapM3MOM C U30NH-
POBaHHbIM AedULMTOM COMaTOTPOMHOIrO rOPMOHa, a TaKkKe
pe3ynbTaToB €ro Tepanuun B TeYeHUe ABYX NET.

KNIUHUYECKHUIA NPUMEP

O naumeHTe

B otoeneHune gepmaToniorMm noctynun Manbyuk Jl., Bo3-
pacT 2 roga 11 mec, ¢ anobamu poauTeNien Ha reHepanu-
30BaHHbIE BbICbIMAHUS C POXKAEHWS, CYXOCTb KOXMW W 3yAa,
3a4epXKKy ctyna Ha 7—10 cyT, KanomasaHue, oTCTaBaHue
B POCTe, 3aAePKKY pe4eBoro pa3BuTus.

AHaMHe3 60/1e3HHU. 3aboneBaHne e60TUPOBAsOo C POXK-
[eHWs nauuveHTa B BUAE TeHepasu30BaHHOW 3IpuUTEMDI
M MHTEHCMBHOIO WwenylweHus. MNpu ocMoTpe Bpavom-HeoHa-
TONOromM 3anofo3peH BPOXAEHHbIN MXTWO3. locne poxkae-
HUS HaxoAwWncs B OTAENEHWMM MATONOMMU HOBOPOMAEHHbIX
B TeyeHue 2 Hed. B panbHenwem y nauueHTa coxpaHs-
JINCb 3pUTEMATO3HbIE 3yAslMe BbICbINaHUS, KOTOPble Gblan
MHTEPNPETUPOBaHbl KaK NPOsSIBNEHNS aTOMMYEeCKOoro AepMa-
TMTa. Kpome TOro, poauteny oTMeyanu y pebeHKa Mioxomn
pocT Bonoc. B Bo3pacte nonytopa NeT 6bI0 NPOBEAEHO
MEeAMKO-TEHETUYECKOE WCCneaoBaHWMe — MPSIMOE CeKBe-
HUpoBaHue no CeHrepy OTAeNbHbIX y4acTKkoB reHa SPINKS.
O6Hapy»XeH naToreHHbIn BapunaHTt ¢.2098G>T (NM_006846,

p.G700%*, rs767816225) n BEpOSATHO-NATOreHHbIN BapuaHT
¢.2174dupG (NM_006846, p.S725Rfs*1) B KOMnayHa-reTe-
PO3MIrOTHOM COCTOSIHUW. YUMUTbIBAs XapaKTepHY KIWHUYe-
CKYIO KapTWUHY B BMAE TAKENOro aTonMyeckoro gepmarvra,
FMNOTPUX03a W BbIPaXEHHOM CYXOCTM KOXKHOrO MOKPOBaA,
a TaKxKe peaynbTaTbl MONEKYNSPHO-TEHETUYECKOrO aHanumsa,
yCTaHOBNEH cuHAPOM HetepToHa. [MTOMMMO KOXHbIX MpO-
ABMIeHWA, MaTb MauMeHTa OTMevaeT OoTCTaBaHWe pebeHKa
B PU3MYECKOM U Pe4YEBOM Pa3BUTUM.

YyutbiBas TAxenoe TeyeHMe OCHOBHOro 3abosieBaHug,
naumneHT 6bi1 HanpaBfeH Ha rocnuTannM3auuio B oTaeneHume
AepmaTonoruv ans npoBeAeHUs AMarHOCTUYECKUX nccneao-
BaHWM U KOPPEKLIMK NTeYEHUS.

AHaMHe3 XH3HU. PebGeHOK OT naTon 6epeMeHHOCTH,
4yeTBEPTbIX POAOB NyTEM KecapeBa ceveHuns. Macca Tena npu
poxaeHun — 3400 r, aonnHa Tena — 51 cm. NepeHeceHHble
3ab0/1eBaHKA: OCTpble pecnupatopHble MHOEKLUK, HEOHa-
TanbHas MHEBMOHUSA crpaBa, CTOMaTUT, aHEMWS NEerkown
CTENEHU, CMeLaHHON 3TUONOTUK.

Annepronornyeckui aHamHe3s. OTArolleH: Kaptodenb,
KYKypy3a, CBeKna, 6en0K KypuHoro snua, 6aHaH Bbl3biBa-
loT 06OCTPEHWE aTOMMYECKOro AepmaTtuta; NMpu KOHTaKTe
C MbinblLOW 6epesbl, TONOAS, MNOMAbIHU — annepruyeckun
PUHOKOHBIOHKTUBUT; NaKTyN03a 1 aHTUOUOTUKM NEHULMANN-
HOBOrO psija — YCUAEHWE BbICbINaHWM.

HacnepcTtBeHHbI aHaMHe3. Y cTapluen CecTpbl auar-
HOCTMpPOBaH CMHAPOM HeTepToHa, y cpeaHen — TakKe ycTa-
HOBJIEH CMHAPOM HeTepToHa, Ha 5-e CyT XX13HM M3-3a NOopPOoKa
cepaua HacTynuna cMepTb, TPETUI pe6eHOK — BbIKMAbIL Ha
20-1 Hepn. Ctapwui 6pat — 340pOB. Y cTapluen U cpegHen
CecTpbl NOATBEPKAEHbI MONEKYNSAPHO-TEHETUYECKUE Bapu-
aHTbl reHa SPINK5 ¢.2098G>T (NM_006846, p.G700%*,
rs767816225) n ¢.2174dupG (NM_006846, p.S725Rfs*1)
B reTepO3UrOTHOM COCTOSHUM.
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Combination of Netherton Syndrome and Hypopituitarism
with Isolated Somatotropin Deficiency: Case Study

Background. Netherton syndrome is a genetic disease characterized by combination of ichthyosiform erythroderma, hair growth
abnormalities, and severe atopic dermatitis with a high total ISE levels in the blood serum. However, beside the described “triad”,
patients with Netherton syndrome can have growth and physical development delays. In most cases, it is associated with severe
course of the underlying condition, but in some cases, the cause of short stature is hypopituitarism with somatotropin deficiency. Case
description. The patient with confirmed Netherton syndrome was hospitalized with physical development delay and short stature,
as well as a severe course of the underlying disease with ichthyosiform erythroderma development. Patient was administered with
IL-4/13 inhibitor, dupilumab, according to the off-label indication due to severe Netherton’s syndrome course. Additional examination
has revealed comorbid hypopituitarism with isolated somatotropin deficiency. Growth hormone therapy was prescribed. As a result of
such combined treatment, we have achieved significant improvement in the patient’s condition. No clinically significant adverse events
have been reported during therapy. Conclusion. Physical development delay in patients with Netherton syndrome is the reason for
conducting research on the short stature causes. The combination of growth hormone therapy with genetically engineered biologic drug
dupilumab is effective and safe, however, it requires multidisciplinary approach to the management of such patients.

Keywords: Netherton syndrome, hypopituitarism, short stature, somatotropin, dupilumab

For citation: lvanchikov Vladislav V., Eldarova Totuy K., Gudis Andrey D., Ambarchyan Eduard T., Alekseeva Anastasiya D., Materikin
Alexander |., Popova Veronika M., Zhurkova Nataliya V., Vashakmadze Nato D., lvannikova Tatiana E., Tikhonovich Juliya V., Ovsyanik
Nataliya G. Combination of Netherton Syndrome and Hypopituitarism with Isolated Somatotropin Deficiency: Case Study. Voprosy
sovremennoi pediatrii — Current Pediatrics. 2025;24(5):369-375. (In Russ). doi: https://doi.org/10.15690/vsp.v24i5.2957



®du3ukanbHaa gMarHocTuka

Mpu ocmoTpe o6liee COCTOsSiHWE YAOBNETBOPUTENLHOE,
CO3HaHuWe ACHOoe, NauneHT HeraTUBHO pearupyet Ha OCMOTP.
Bep6anbHbl KOHTaKT 3aTpyaHeH. Poct 80 cm, macca Tena —
9,3 kr, SDS pocta — -3,72; SDS uHAeKca macchl Tena —
—4,37. OTMeYaeTcs BblpaXeHHOe B3[yTUe XUBOTa, CUMMTO-
Mbl pasfapaxeHus 6poWnHbl oTpuLaTenbHble. CTyn Ha doHe
OYUCTUTENIbHOW KIM3Mbl, CaMOCTOATENIbHO OMOPOXHAETCS
pa3 B 10-12 cyt, oTMeyaeTca KanomasaHue. 1o apyrum
opraHam 1 cuctemam — 6e3 NaToNoruu.

Status localis: KOXHbI NaToNIOrMYECKUIM NPOLECC HOCUT
reHepanu3oBaHHbI XapakTep. B nepuopanbHon obnac-
TM SpKasi 3puUTEMa, MHOFOYWCIEHHbIE MOPLMHBI MO TUMY
«KUCETHbIX», KPYMHble CepoBaTble YelYNKW, BbIPAXKEHHbI
xennuT (puc. 1A). Ha Koxe nuua, TynoBMLa U KOHEYHOC-
Ten reHepann3oBaHHasa 3apuTeEMa C HEYETKUMU rpaHuLaMu
W KpPyMNHOMaacTUHYaTbiM LWenyleHMeM, B 061acTu nagoHen
W MOAOLLB HaCNOEHWUE KPYMHbIX rMNepKepaToTUHECKUX Macc
(puc. 1B). Takxke BM3yanu3npyroTca paccesHHble IKCKopHUa-
LMK, YaCTUYHO MOKPbITblE reMopparn4ecKUMmn KOpoYKamMu.
Hortv CTPYyKTYpPHO HE M3MeHEHbI. Ha Koye BO0CUCTON YacTu
rofIoBbl TMNOTPMX03 (pUc. 1B). lepMaTtocKonn4eckn — ytos-
LLleHWe CTePXKHSA BOJIOC B BUAe «cTebnein 6ambyKa», BOOChHI
06/10MaHbl Ha BbicoTe A0 5-6 MM (puc. 1T).

MpeaBapuTenbHbIi AUarHo3

Ha ocHoBaHWM [JaHHbIX @aHaMHe3a, KJIMHWMYECKOW Kap-
TUHbI, @ TaKXe pPe3y/NbTaTOB MOJSIEKYIAPHO-FEHETUYECKOrO
nccneaoBaHus NMOATBEPXKAEH paHee yCTaHOBJ/IEHHbIVM Anar-
HO3: «CuHApoM HeTepToHa». ConyTCcTBYyOWME 3a60/1€BaHNS:
XPOHWYECKME [OEKOMMNEHCUPOBAHHbIE 3amnopbl, HU3KOPOC-
JIOCTb HEYTOYHEHHOro reHesa, 3afepXKa MCUXopeyeBoro
pa3BuTus, edmnumnT Macchl Tena.

AuHamMuKa 1 ucxogabl

Mpu npoBefeHnn nabopaTopHbIX UCCNIEA0BaHMI BO Bpe-
MS rocrnuTann3aunn 6binn BbiiBIIEHbl OTHOCUTENbHAsA 303U-
HOobUNKA (8%), rMnornuKkemMus (2,2 MMonb/1), BbICOKas KOH-
LeHTpauus obwero IgE (1989 KEa/n) (tabn. 1).

Pe6eHOK NPOKOHCYNBTUPOBaAH AETCKUM 3HAOKPUHOSIO-
roOM. Y4uTbiBas BbIPaXEHHYO HW3KOPOCNOCTb (POCT/BO3-
pact —4,74), nednumT Macchl Tena cpefHen CTeNeHn, HMU3-

Puc. 1. MauueHT J1., BO3pacT 2 roga 11 mec, ¢ cMHApoMOM HeTepToHa
Fig. 1. Patient L., 2 years 11 months old, with Netherton syndrome

Ta6nuua 1. Nokazatenu nabopaTopHbIX UCCNeaoBaHUI
npu NoCTynaeHnu

Table 1. Laboratory test results at admission

o6wui IgE, KEa/n 1989 0-60
Qo3uHodunbl, % 8 1-6
303uHodUnbI, 109/n 0,8 0,1-0,6
[ntoko3a, MMOonb/n 2,2 3,3-5,6
KopTtunzon, HMonb/n 119 30-718
NDOP-1, Hr/mn 63 31-160
ComatomeauH C, Hr/mn 63 40-189
TTI, MKEZ/Mn 1,38 0,34-5,60
MponaKkTuH, Hr/Mn 17,7 3,2-18,4
25-0OH ButamuH D, Hr/mMn 25 30-100
MpumeyaHne. UOP-1 — WHcynMHONOAOGHLIM daKkTop pocta 1;

TTI — TMPEOTPONHbLIN FOPMOH.

Note. IGF-1 (MDP-1) — insulin-like growth factor 1; TSH (TTIN) —
thyroid-stimulating hormone.

KYIO KOHLLEHTPaLMIO MIIOKO3bl KPOBM HaTOLLaK, XpPOHUYECKMe
3anopbl, Ha3Ha4YeHbl UCccNeaoBaHUsA AN UCKTIOYEHUS Lienn-
aKUM Y MHOXXECTBEHHOM rMnodu3apHom HeJ0CTaTOHHOCTH.
Mo gaHHbiIM MPT ronoBHoro mo3sra (runotanamo-runodu-
3apHasa 06/1acTb C KOHTPACTUPOBAHUEM): NMPU3HAKKU Mepu-
BEHTPUKYNSAPHbIX MMMUO3HbIX UBMEHEHMI BelecTBa 60bLLINX
nonylapun, BePOSTHO, TMMOKCUYECKMU-ULLIEMUYECKOTO FreHe-
3a; JaHHbIX 3a 06beMHOe MnopaKeHWe BellecTBa rosoB-
HOro Mo3ra M runodmsa He nonyyYeHo. PeHTreHorpagus
KMCTM C KOCTHbIM BO3PacToM: PEHTreHosorMyeckas Kap-
TWHa OTCTaBaHUA KOCTHOro BO3pacTa OT KaneHAapHoro Ha
8-10 Mec; acMHXPOHUS KOCTHOrO co3peBaHus. B KavecTBe
nepeKkyca Ha3HayeHa crneuuann3npoBaHHas CMecb And
3HTEpPanbHOro NUTaHWs, peKoMeHA0BaHO Aoob6enenoBaHne
B [€TCKOM 3HAOKPWHONOrMYECKOM OTaAeneHUU. CKPUHUHT
Ha LefIMaKkuio ¢ onpeaeneHnem aHTUTeN K TpaHcrnyTaMmnHa-
3e u IgA — oTpuuaTenbHo.

lMpnmeyvaHme. A — reHepannM3oBaHHas CNMBalOLWAsACs IpUTEMA, BbliparKeHHOEe B3AyTHE XMUBOTa; b — KpynHonnacTMHYaToe wenylweHne
B 06/1aCTV nafloHen; B — Ha Koxke BOIOCUCTOM YacTh AMdDY3HbIM TMNOTPUXO3, BONOCHI TOHKKME M 1Ierko o6nambiBatoTest; [ — npwu
TPUXOCKOMUU BMIYaNU3UPYIOTCH MHOrOYMCIEHHbIE U3MEHEHHbIE BONOCHI ¢ GOPMUPOBAHMEM YTONLLEHMS MO TUMY «cTE6NS GamOyKa».
McToyHuK: MBaH4YMKoB B.B., 2025.

Note. A — generalized confluent erythema, pronounced abdominal bloating; B — large-plate peeling on the palms; C — diffuse hypotrichosis
on the scalp, fragile thin hair; D — trichoscopy has revealed numerous changed hairs with the thickening like “bamboo”.

Source: lvanchikov V.V., 2025.
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o noBoay 3aepKKu cTyna NpoBOAUIOCL 06¢cneaoBaHne
B racTpPO3HTEPOSOrMyeckom oTaeneHun. Mo pesynbratam
0630pHOM peHTreHorpadum n Y3M opraHoB 6pIoLLIHOM NOS0-
CTW [OCTOBEPHbIX AaHHbIX 3@ KWLIEYHYI0 HEMPOXOAMMOCTb
HET, 3XO-MPM3HAKW KOMpOCTa3a, CTPYKTYPHbIX WM3MEHEHWWH
napeHXMMaTo3HbIX OPraHOB He BbIiBNEHO. Ha ocHOBaHWM
[JaHHbIX KIMHWYECKOTO M MHCTPYMEHTaNbHOro MccnenoBa-
HUIN BpPaYoOM-racTPOIHTEPOSIOFOM YCTAHOB/IEH AMArHO3:
«XPOHUYECKNI 3anop, AEKOMMNEHCUpoBaHHasa dopmar. bbino
PEKOMEHJOBAHO eXKeHEeBHOe MpoBeAeHMEe OYUCTUTENbHOWM
KMn3mbl 06bemoM 500 M 2 pasa B CyTKM C NOCAEAYIOLNM
Ha3HayeHMeM cnabuTenbHOro npenaparta (Makporon calle
4 Mr, No 2 calue yTpoMm, 1 calle Be4yepoM), MMTbEBON PEXUM
He MeHee 700 M XXWOKOCTU B CYTKW, Ba3eIMHOBOE Macno
C yTpa HaToLlaK, CUMETUKOH Kanu.

MpoBOAMAN HapYXKHYIO Tepanuio TOMUYECKUMU TIHOKO-
KOPTUKOMAAMMU U MHTMOBUTOPaMK KaNbLUMHEBPUHA; BHYTPb —
MMAPOKCU3UH N1 CHATUSA 3yAa. B cBA3M C TAXeNbIM 1 Topnua-
HbIM Te4YEHMEM OCHOBHOro 3abosieBaHusa Nocne NpoBeaeHus
BpayebHOM KOMUCCUM B CTaLlMOHape no nokasaHuio off-label
WHWLMMPOBAHA Tepanus TFeHHO-UHXEHEePHbIM Guonoruvye-
CKMM npenapatom aynunymaé B go3e 200 Mr noaKOXHO
OHOKpAaTHO C Moc/ieayloWwmnM BBEAEHMEM NpenapaTa no cxe-
Me «ogHa WHbeKuusa (200 mr) 1 pa3 B 4 Hed», CPOKOM He
meHee 1 roga. locne MHMUMALMK Tepanuu B YCNOBUSX OTAe-
NEHUS [epMaATONOrMK HexKenaTeNbHble SABJEHUS HE 3aperncT-
pupoBaHbl. Ha ¢oHe nevyeHnss OTMEYEHO CHUKEHWE SPKOCTH
3pUTEMbI, YMEHbLUEHWE MHTEHCUBHOCTU LIENYLWEHNS U 3yaa.

B Bo3spacTe Tpex net pebeHOoK O6bla rocnutaan3npoBaH
B [€TCKOE 3HJOKPUHONIOrMYEeCKoe OTaeNeHune, rae no pesyb-
TataM MPOBEAEHHbIX CTUMYMALMOHHbBIX NPO6 C aHanorom
L-A0MA ¥ MHCYNMHOBOW TMNOIrMKEMUEN OblNl NOATBEPIKAEH
OnarHo3 coMaTtoTPONHOW HeaoCTaTOMHOCTM (MaKCUMasbHbIM
Bblopoc CTIT — 5,07 n 5,69 Hr/mMn COOTBETCTBEHHO MNpw
HopMme > 10 Hr/mn) (Tabn. 2, 3). Y4nTbiBas BbIIBIEHHbIE
M3MeHEeHMs, Bbll YyCTaHOBNEH AMarHos: «MNonuTyuTapusm,
M30/IMPOBaHHbIM AePULIMT COMATOTPONHOro ropMoHa», Hava-
Ta 3aMecTuTeNnbHas Tepanus CoOMaToTPOMMHOM B POCTCTUMY-
nupytollen gose 0,033 mr/Kr/cyt. Kpome Toro, npogomxeHa

Ta6nuuya 2. MNaumeHT J1., Bo3pacT 3 roaa, ¢ cuHapomom HetepToHa:
CTr-ctumynsaumoHHas npo6a ¢ L-40MA 125 mr

Table 2. Patient L., 3 years old, with Netherton syndrome:
ST-stimulation test with L-DOPA 125 mg

BpemeHHas TouKa CTI, Hr/mn
O MUH 2,02
30 MuUH 1,57
60 MUH 4,32
90 MHUH 5,07
120 MUH 3,15

lpumedaHune. CTI — coMaToTPOMHbIA FOPMOH.
Note. ST (CTI') — somatotropin.

Ta6nuuya 3. MNMaumneHT J1., Bo3pacT 3 roga, ¢ cuHapomoM HeTepToHa:
CTl-cTumynsaumoHHas npoba ¢ MHCYIMHOM

Table 3. Patient L., 3 years old, with Netherton syndrome:
ST-stimulation test with insulin

BpemeHHas To4uKa nioKo3a, MMonb/n CTT, Hr/mn
O MUH 3,60 1,39
15 MWH 1,42 1,20
30 MUH 7,09 3,07
45 MuH 7,12 2,83
60 MuH 5,31 2,01
90 MuH 3,19 5,69

lNpumevarne. CTI — cOMaTOTPOMHbIA FTOPMOH.
Note. ST (CTI') — somatotropin.

Tepanusa gaynunymaéom no 200 mr oavH pa3 B 4 Hed. Ha
MOMEHT nocnefHen rocnutann3aumm B OTAeNeHue aepma-
ToNorMK B Bo3pacte 5 neT Habnoganu CTOMKoe yaydleHne
C KynupoBaHWeM 3yAa U YMEHbLIEHWEM WHTEHCUBHOCTU
aputemMbl (puc. 2A, B), a TakXKe 4acTM4yHOoe BO306HOBIE-

Puc. 2. MauweHT J1., BO3pacT 5 neT, ¢ CMHAPOMOM HeTepToHa nocne AByX NeT Tepanuu fynuaymaboM U cOMaToTPONUHOM
Fig. 2. Patient L., 5 years old, with Netherton syndrome after two years of therapy with dupilumab and somatotropin

5
I'Ipmmeanme. A— perpecc 6onblUen Yyactu 3PUTEMATO3HbIX BbleIﬂaHMﬂ, YMEHblUEeHNe UHTEHCMBHOCTU LLENYyLLEHNA U 3yaa; B — CHuWXeHue
WHTEHCUBHOCTU 3pUTEMBI U 3yda, HaCTUYHOE BOCCTAaHOBJ/IEHNUE POCTa BOJIOC; B — aKTUBHbIN POCT TEPMUHaNIbHbIX BOJIOC Ha KOXXe BOJIOCUCTOM

4acTu roNoBbI.
McTouyHuK. MBaH4ymKkoB B.B., 2025.

Note. A — regression of most erythematous rashes, decrease in peeling and itching intensity; B — decrease in erythema and itching
intensity, partial restoration of hair growth; C — active growth of terminal hair on the scalp.

Source: lvanchikov V.V., 2025.



HMe pocTa Bonoc (puc. 2B). HexkenatenbHbiX SBNEHUN Ha
doHe Tepanuun gynuaymabom He Habnogaetcs. [pumeHeHne
3aMeCTUTENIbHOM Tepanun coMaToTPOMHbIM FTOPMOHOM MpPU-
BEMO K YNyYLWEHWIO aHTPONMOMETPUYECKMX NOKasaTenemn: Ha
MOMeHT Masa 2025 r. pocT nauuneHTa coctaBun 87 cm, SDS
pocta — —2,95, macca Tefnia — 12 Kr, CKOPOCTb poCTa cocTa-
Buna 10,6 cm B rog, SDS cKkopocTu pocTta coctaBun +4,64.

MporHos

CuHapomM HeTepToHa S1BASETCs XPOHUYECKMM 3aboneBa-
HMEM, KOTOPOE COXPaHSETCS B TEYEHME BCEWM XKM3HW nauu-
eHTa. 3TnoTponHas Tepanus 3aboneBaHns He pa3paboTaHa.
OpaHaKo B HacTosilee BpeMsS MPOUCXOAWT aKTUBHOE BHeape-
HWE TEHHO-UHXXEHEepHON GMONOrMYecKon Tepanuu, Kotopas
MMEET TOYKM NPWUIOXKEHMS B NaToreHe3e BOCNaneHus, conyT-
CTBYIOLLEr0 CMHAPOMY HeTepToHa, M MOXET OKa3blBaTb 3Ha-
YUTENbHOE MONOXMTENBbHOE B/IMSIHUE Ha KayeCTBO MW3HM
TaKuMX naumeHToB. Bbicokas 6e30nacHoOCTb U 3PDEKTUBHOCTb
3TOM Tepanuu onpeaensieT BO3MOXHOCTb MPONOHTMPOBaH-
HOrO NeYeHus, 4YTo ABASETCA HEOBXOAMMbIM YCNOBMEM ANA
naumMeHToB ¢ cuHAPoMOoM HeTepTtoHa. O GnaronpmusaTHOM Mpo-
rHO3€e TaKKe CBUAETENbCTBYIOT PaHHAS AMArHOCTUKa Aeduun-
Ta COMaTOTPOMHOIO FOPMOHa M Ha3Ha4YeHMe 3aMeCTUTENbHON
Tepanuu, a TakKe BbIPaXKEHHbIN OTBET Ha ee MPUMEHEHME.

BpemeHHas WwKana
XPOHOMIOrNS pPasBUTUS M KIOYEBBIE COOLITUS BGONE3HM
naumeHTa ¢ cMHAPOoMOM HeTepToHa npeacTaBfieHbl Ha puc. 3.

OBCYXAEHUE

CuHapom HeTepToHa — peakoe reHetMyeckoe 3abone-
BaHWe, Hacnegyemoe MNo ayTOCOMHO-PELECCUBHOMY TUNY.
KnuHuyeckne npuaHaku 601e3HU: UXTMO3UPOPMHbLIN aep-
MaTto3 Mo TUMy orMbalolWero UXTMosa ManM UXTMO3SUMGPOPMHOM
3PUTPOLEPMUM, aHOMANUKN CTEPKHA BOMOC U aTOMUYECKUe
nposienexus [3]. Mo pa3nnyHbIM OLEHKaM, 3a60neBaeMoCcTb
CUHOPOMOM HeTepToHa cocTaBnseT npumepHo 1 cnyvyan Ha
200 TbiCc. HOBOPOXAEHHbIX [4]. OgHaKo 3TOT MOKasaTeNb
MOXeET 6bITb BYETBEPO BhILLIE, @ TMNOANArHOCTUKA MOXET ObITh
06YyCnoB/EHA HAIMYMEM CUMMNTOMOB, CXOXMX C aTOMUYECKUM
aepmatutom [4]. OgHUM M3 KIMHUYECKUX MPU3HAKOB CUHAPO-
Ma HeTepToHa YacTo ABASETCS 3ajepiKa pocTa U GU3n4ecKo-
ro pa3BuTMs. 3To NposiBNeHne 601e3HMU MOXKET OblTb CBSA3aHO

Puc. 3. XpoHonorua passutus 1 Knloyesble COObITUS 60Ne3HN NaLneHTa

C HapylweHuem perynsiumm ropmoHa pocta (hGH): ren SPINK5S
3KcnpeccupyeTca B runoduse, rae UHrMOGUpPYeT MHOMXKECTBO
KalnuMKpenHos. aTtoreHHble MameHeHus reHa SPINK5 npu-
BOAAT K AednumnTy GYHKLUMOHANbHOrO MHIMBUTOPa Kanaukpe-
nHoB (LEKTI), nsbbitouHoMy pacuienneHunio hGH 1 cHuxKeHuto
ero 6MonorM4yeckon aktMBHocTU [5]. B pesynbrate Hapylwa-
etcsl perynsauns GU3MYEecKoro pasBuTUS, Y4TO MPOSIBASETCH
3aeprKKON pocta 1 geduumTom maccel Tena. B uccneposa-
Hun B.K. Aydin 1 coaBT. (2014) onucaHbl TpK cnydyas nauu-
E€HTOB C CMHApOMa HeTepToHa, y KOTOpbIX Oblna BbiBEHa
3aJepxKa pocTa, cBA3aHHas ¢ AedULMTOM COMATOTPOMHOro
ropmoHa [6]. HadHayeHWe 3aMeCTUTENIbHOW Tepanuu rop-
MOHOM pPOCTa MPUBENO K 3HAYUTENbHOMY YyylEeHUo pocTa
y BCeX NaLMeHToB 6€3 BOBHMKHOBEHUS CEPbE3HbIX MOBGOYHbIX
adPeKToB. YnyylleHWe COCTOSHMS MNauMeHTOB nocne Tepa-
MM TOPMOHOM pOCTa NOATBEPKAAET KIOYEBYIO POSb 3TOrO
MexaHM3Ma B nartoreHese 3aboneBaHus [4]. B onucaHHOM
HaMW cnydyae TaKe Habnwogancs geduuuT coMaTtoTponHOro
rOpMOHa, KOTOPbIN Obl1 AMarHOCTUPOBaH B BO3pacTe TpeX JIET.
lNocne Ha3HayeHUs 3aMeCTUTENIbHOM Tepanuu COoMaToTpo-
MMHOM HaMMW TaKXe OTMEYEHbl MOMOKUTENbHbIE U3MEHEHMS
AHTPOMNOMETPUYECKMX NMOKa3aTenen.

HoBble daHHble O MaToPU3NONOTUYECKUX MexaHW3Max
cvHApOMa HeTepToHa No3BOAWAM LeneHanpaBieHHO npume-
HWUTb BMONOrMYEcKyto Tepanuio. Tak, y ABYX NaLMEHTOB C 3TUM
CUHOPOMOM Mocfne O6HapYXKEeHUs BbICOKOM KOHLEHTpaLuu
daKTopa HeKkposa onyxonu anbda (TNF-a) npoBeaeHo neve-
HUE MHPAMKCUMMaboM, 4YTO COMPOBOXAANOChb KIMHUYECKUM
YNy4LWEHWEM KOXKHbIX MPOSIBNEHNUI 3ab0neBaHus, a TaKKe yBe-
JIMYEHMEM OIUHbI U TYCTOThl Bonoc [5]. Tem He MeHee, Ha3Ha-
yeHune nHrnomtopos TNF-a B HacTosiLLeEe BPEMS HE MPaKTUKY-
€TCH M3-3a BblParKEHHOro MMMYHOCYMPECCUMBHOIo addeKTa
3TUX OMONOTMYECKUX MpenapaToB, KOTOPbIM accouMUpoBaH
C BbICOKMM PUCKOM PasBUTUS MHOEKLIMOHHbBIX OCNOMHEHWN
W 3/10Ka4eCTBEHHbIX HOBOOOGPA30BaHWIM KOXMU, XapaKTepHbIX
NS Takux 60nbHbIX [7]. B oT4eTE O NPUMEHEHUN OManM3yma-
6a C KpaTKOCPOYHOM MynbCc-Tepanuen NpeaHU30A0HOM MNpu
cvHApomMe HeTepToHa TakKe OTMEYEHO KIIMHWYECKOoe Yyud-
LUEeHWe, CHUXKEHWE KOoHLLeHTpaumm IgE 1 npoBocnanutenbHbIx
LIMTOKMHOB, YTO NMOATBEPKAAET NOTEHLMAN MOHOK/IOHANIbHOIO
aHTUTENa B KoHTpone Th2-onocpeaoBaHHOro BocnaneHus [8].

[pyron TepaneBTUYECKOW CTpaTerMen sBASeTcs UHIMOU-
poBaHue ocu Th1l7 ¢ NPUMEHEHNEM MKCEKM3YyMaba — MOHO-

J1. ¢ cuHgpomomM HeTtepToHa

Fig. 3. Disease chronology and key events of the patient L. with Netherton syndrome

3pUTPOAEPMUS], UHTEHCUBHaS BriepBble rocnutanuanposaH
JecKBamaLusa. YuuTbiBas B OTAE/IEHWE 1EPMaTONIOTUK
OTATOLEHHbLIN aHaMHe3 C }anobamu Ha apuTemy,
M KIIMHUYECKYIO KapTUHY, 311, CYXOCTb KOXM
3anopo3peH CH W HapylleHWe pocTa BoMoc

YcTaHOBIEH JMarHo3
rMNonNUTYyMTapu3ma: U30aMpoBaHHbIN
CTr-peduumnTt. Hayata Tepanus
COMaTOTPOMHbLIM FOPMOHOM
B fo3e 0,033 mr/Kr/cyt

PoxneHune 1roa 2 roga 3 roaa

lpoBeAeHo ceKBeHWpoBaHue Mocne npoBeaeHns o6cnefoBaHns OTMeYaloTCsa NoNoXUTENbHas
no CeHrepy 1 ycTaHoBJIEH B OTAENEHUW AepMaToNOrMKn Havata [MHaMKKa Mo KOXXHOMY NpoLLeccy,
AnarHos CH Tepanus gynuiymaéom B go3e 200 mr YacTM4yHOe BOCCTaHOB/IEHME
1 pa3 B 4 Hel. PekomeHaoBaHO pocTa Booc, ynydlweHue
nckntoyerHve gedwmunta CTr aHTPONOMETPUYECKMX NOoKasaTenewn

Mpnmeyvarme. CH — cungpom HetepTtoHa; CTIT — coOMaToTPOMHbIA FOPMOH.

Note. NS (CH) — Netherton syndrome; ST (CTIN) — somatotropin.
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KNoHanbHOro aHtutena npotus IL-17A/F. CornacHo AaHHbIM
C. Barbieux v coaBT., ne4yeHuMe MKCeKn3ymabom MnpuBeno
K 3HAYUTENIbHOMY CHWMXXEHWMIO BbIPaXKEHHOCTU KOXHbIX CUM-
NTOMOB Y MaUWEHTOB C JIMHENHbIM OrMGaloWmMM MXTUO30M
Ha doHe cuHapoMa HeTepToHa, BKIOYAs yMeHbLUEeHWe 3yaa
W WeNyWeHns, a TakKe CHUKEHWe MOTPeGHOCTU B MECTHbIX
rMIOKOKOPTMKOMZax [9]. OaHaKo y nmauueHTa ¢ apuTpoaep-
ManbHON GOPMOM CUHAPOMA KIMHUYECKUE YNydLLIEHUS Oblan
MeHee BbIpaXeHHbIMKU U HecTabunbHbIMU. B apyrom uccne-
[OBaHUN UKCEKN3YMab 6bln 3PDEKTUBEH Y OAHOIO naumeHTa
B TeyeHue 3,5 neT HabAoAeHNs, TOr4a KaK y Apyroro nauveHTa
abdeKT oT NnpenapaTta 6bin yTpayeH Yyepes 1,5 roga [10]. 3toT
pe3ynbraT NoOAYEPKMBAET reTeporeHHOCTb OTBETa Ha Tepanuio
M HeOBXOAMMOCTb MHAMBUAYANBHOMO NOAXOAA K JIEYEHMIO.

CeKyKnHymab, TapreTHoe MOHOK/IOHaNbHOE aHTUTENo
npotus IL-17A, B psge KIMHUYECKUX HabnogeHun npoae-
MOHCTPUPOBan BblparKeHHYO 3IGDEKTUBHOCTb MPU CUHAPOME
HeTtepTtoHa. B uccnegosanum |. Luchsinger n coasT. (2020),
BK/IOYABLUEM YETbIPEX MAaLMEHTOB (4BOE U3 KOTOPbLIX — AETH),
Tepanus CeKyknHymabom npogosKanacb 12 mec v conpo-
BOXAanacb 3HA4YUTENbHbIM CHUXKEHWEM BbIPaXKEHHOCTU KOX-
HbIX MPOSIBNIEHUM GONE3HM, 3yaa M YacToTbl MHOEKUMN 6e3
pasBUTUSA Cepbe3HbIX M0604YHbIX addeKToB [11]. B apyrux
ONUCaHMUAX KIMHUYECKUX CAy4yaeB, B TOM 4Yucne MoapocT-
KOB, y/lyyllEeHWe COCTOSIHMUS OTMeYanoch yxe Yyepes 4—6 Heq
rnocne Havyana Tepanuu ceKykmHymaoom [12]. HecmoTps Ha
OrpPaHUYEeHHOCTb [aHHbIX, NOJlyYeHHble pe3ynbTaTbl YKasbl-
BalOT Ha MEPCNEeKTUBHOCTb MCNOb30BaHUS CEKyKnHymaba
B Tepanuun 60MbHbIX C CUHAPOMOM HeTepToHa, 0CO6EHHO Mpu
YCTOMYMBOCTH K CTAHZaPTHOM Tepanuu.

Ewe oAMH BapuaHT Tepanuu, paccmaTtpuBaeMbli Mpu
cuHapome HeTepToHa ¢ BbipaxeHHbIM Th2-onocpefoBaHHbIM
BOCMNaneHnem, — npUMeHeHne aynuaymatda, MHrMoupyto-
wero curHanuzdaumto IL-4 n IL-13. B pa6ote Y. Volimuth
W COaBT. 6blNI0 NPeACTaBieHO OnucaHue pe3ynbTaToB Tepa-
nun aynuaymabom O-HedenbHOro MnageHua ¢ TaXenbim
Te4yeHnem 3abofieBaHus, 4TO CTano MNepBbiIM M3BECTHLIM
NPMMEPOM NPUMEHEHUs aynuaymaba B CTOSb paHHEM BO3-
pacTe. JlekapCTBEHHOE CPEeACTBO BBOAWIN MOAKOXKHO B J03€
60 mr (16 Mr/Kr maccbl Tena) ¢ NocTeneHHbIM yBennieHnem
[0 ueneBon (32 Mr/Kr macchl Tena). Yxe yepe3 Hegento
Tepanun 0TMEYEHO 3HaYUTENbHOE CHUXEHME BbIPAXKEHHOCTH
BOCMNaNUTENbHbIX KOXHbIX NPOSIBAEHUN, a K 4-I Hef — CTa-
6unM3aumnsa COCTOSIHUSI KOXM M Havano pocta Bosoc [13].
b PEeKTUBHOCTL Aynunymaba 6bina NoATBEpPKAeHa 1 B pabo-
Te S. Yan u coaBT. (2022), B KOTOPOMK 6blIM ONUCaHbI NOJIO-
UTENbHbIE pPe3ynbTaThl Ie4eHUs (CHUKEHME IK3EMATO3HbIX
NPOSIBNEHWUIA, BOCCTAHOBIEHWE GapbepPHON PYHKLUU KOXKK)
yeTblpex AeTen B Bo3pacTte oT 2 A0 4,5 neT ¢ TaKeNbIM Teve-
Huem cuHapoma HeteptoHa [14]. B pa6ote C. Martin-Garcia
1 COaBT. ONUCAHO yCMELHOoe NPUMEHEHWe aynuaymaba y AByX
cecTep ¢ cMHAPOMOM HeTepToHa. [1o HagdHavyeHus gynunyma-
6a cTaplwas u3 cectep (Bo3pact 28 neT) nonyyana omanunay-
mMab, a Mnaawas (25 net) — ceKyknHymab, ofHaKo B 060MX
cnyyasx 6uonornyeckas Tepanus He nNpuBena K 3HaynMMomy
KAMHWYECKOMY ynydweHuto. Ha doHe nevyenus gynunyma-
60mMm, npogomkaBwerocs 12 n 18 Mec COOTBETCTBEHHO, 06e
NauUMeHTKM OTMETUIN BbIPAXKEHHOE CHUMKEHWE KOXHbIX NPOo-
ABMIEHUIN M 3yAa, yMEHbLIEHME YacToTbl MHOEKLUMIA, a TaKkKe
3HauYUTENbHOE YydlleHWe KavyecTBa XM3HU Mpu OTCYTCTBUMU
cepbesHbIX NO604YHbIX addeKToB [15].

YcnewHoe npuMeHeHUe reHHO-UHXEeHepPHOM Guonornye-
CKOW Tepanuu, BKIOYas coHeTaHHOe NpUMEHeHWe aynunyma-
6a 1 ceKyKMHymaba, OnmMcaHo 1 pOCCUMUCKUMM aBTopamu [16].
Haw onbIT npumeHeHnsa gynuinymaba TakKe NpoAeMOHCTPU-
poBan yaoBAETBOPUTENbHbIN IPDEKT NeYeHns — yMeHblle-
HWE MHTEHCUMBHOCTM 3PUTEMATO3HbIX BbICbINAHWUM, Ny4YLLMI

KOHTPO/Ib KOXHOMO 3yga W, KaK cneacteBue, 3HayuTenbHoe
NnoBbIIEHWE KayecTBa »KM3HM NauueHta. Kpome Toro, Ha
doHe Tepanun 0TMEYEHO YBENUYEHUE YUCNa TEPMUHANbHbIX
BOJIOC Ha KOXe CKanbMa, a TaKKe YBEeNUYEeHNe UX ASIUHHbI.
HexkenaTtenbHbIX SBNEHUI 3a Nepuoj HabnaeHUsa U nede-
HMS He 3admKeupoBaHo. Kom6uHauus gynunymaba u coma-
TOTPOMNUHa Oblna aGPEKTUBHOM M GE30MacHOM, CoKpaTuna
oTCTaBaHue Mo nokasatensiMm GU3M4ecKOoro pas3BMUTUS, CBS-
3aHHOoe ¢ AedULMTOM COMaTOTPOMHOIO rOPMOHa, yiydlimna
KOHTPONb Ha4 BOCManUTENlbHbIMKM CHMMMNTOMaMu 3abonesa-
HWS 6e3 Pa3BUTUSA HeXenaTeNbHbIX ABNEHWUI B TeYeHne anu-
TenbHOW (2 rofa) Tepanuu.

MporHos

MporHo3 npu cuHapome HetepToHa MOXKeET 6biTb HeraTus-
HbIM, 0COGEHHO B paHHEM AETCKOM BO3pacTe, KOraa BbICOK PUCK
KU3HEYrpoXKaloWmX OCNOXHEHUIH. XOTA KOXHble U BONOCSAHbIE
NPOSIBNEHNS COXPAHAIOTCA Ha MPOTSXKEHUMU BCEMN KMUSBHHM, Y 6ONb-
WWHCTBA MNaLMEHTOB C BO3pacToM HabnlogaeTcs YacTuyHoe
ynyyweHue TeyeHus 3a6onesanus. Tem He MeHee, XPOHUYecKoe
BOCManeHne KOXM, CKIOHHOCTb K MHPEKLIMSAM 1 aCCOLMMPOBaH-
Hble annepruyeckue 3aboneBaHWss MPOAOKAKT OKalblBaTb
3HAYUTENIbHOE B/IUSIHWE Ha KAYeCTBO KU3HU [17].

3AK/TIOYEHUE

OAHMM U3 KIMHWYECKNX MPU3HAKOB cMHAPOMa HeTepToHa
SBNSeTCs oTcTaBaHWe B GUINYECKOM Pa3BUTUK. ITU HapyLue-
HWS Bbl3BaHbI TSXKENbIM Te4eHneM 3aboneBaHus, 0CO6EHHO
npu ero aputpoaepmMuyeckon dopme, a TakKe 0OLLHOCTbIO
reHeTUYECKMX MEXaHNM3MOB U NepeKpPbIBaOLLMXCS NyTeN BOC-
naneHuns B KanaMKpeuH-KMHUHOBOM CUCTEME, BAUSIOLLEN Ha
CUHTE3 COMaTOTPOMHOro ropMoHa. OgHaKOo B peKux cryvasax
OTCTaBaHWe B POCTE MOXKET ObITb BbI3BAHO HAIMYMEM COMYT-
CTBYIOLLEN NATONOMMKU, B HACTHOCTU CHUXKEHMEM BblpabOTKK
rMNod1M30M COMaTOTPONMHOIO FOPMOHA, KaK 6bli10 NPOAEMOH-
CTPMPOBAHO B OMUCaHHOM HaMu cnydae. Takas Komopbua-
HOCTb 06YCNOBANBAET HEOOBXOAMMOCTb MEXANCLUNANHAPHO-
ro NoAxoAa K BeAEeHUIO NaLUMEHTOB C CMHAPOMOM HeTepToHa,
nogbopa KOMOGUMHWPOBAHHOW Tepanuu, HanpaBleHHOW Kak
Ha BOCMoONHeHWe geduunTa COMATOTPOMMHA, TaK U Ha NpU-
MeHeHWe NPOTMBOBOCMAaNNUTENBHON Tepanuu ¢ UCNoSb30Ba-
HWEM FrEeHHO-UHXEHEPHbIX BUONOrMYECKUX NPenapaTos.
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AapeHanoBbiX KPU3 B JeoloTe
BpPOXAEHHOro 3a6ojieBaHud
HaAMOYEe4YHUKOB: KIMHUYECKUMU CNyYaH

KoHTaKTHaa uipopmauus:

LllaTapoBa AHHa BnagnmupoBHa, KaHAMAAT MEAULIMHCKUX HaYK, AOLEHT Kadeapbl NegnaTpun U HEOHATONOrMK MHCTUTYTa MaTepuHCTBa W AeTcTBa
TIOMEHCKOrO rocyaapcTBEHHOrO MEAULIMHCKOr0 yHUBEpPCUTETa

Appec: 625023, TiomeHb, yn. Ofecckas, 4. 54, e-mail: anna221175@gmail.com

Cratbs noctynuna: 11.07.2025, npuHsaTa K nevatu: 16.10.2025

0O6ocHoBaHune. OcTpasi Haano4Ye4YHNMKoBasi HeA0CTaTOYHOCTb (aAPEHAN0BbIN KPU3) — PEAKOEe KU3HEYrpoKaloljee coCcTos -
Hue, 06yCI0BIEHHOE HapyLUEHNEM CUHTE3a MM CEKPELIMN KOPTU30/1a B KOpe Haano4Ye4yHnKoB. OnncaHus ciyydaes gebrota
aApeHanoBoro Kpusa B nepBble CYyTKU U3HN Y HOBOPOXKAEHHbIX C BPOXKAEHHbIM 3a6071€BaHMEM HaANo4Ye4YHMKOB B IMTEPA-
Type oTcyTCTBYIOT. ONnMcaHne KIMHMYECKOro cjy4as. Y HOBOPOXKAEHHON JEBOYKU MPU POXKAEHUN BbisSIBIEHO HEONpeaeeH-
HOE CTPOEHME HapyKHbIX reHuTanni. o pesynbTatam yibTpa3ByKOBOro NCCe[0BaHUS OpraHoB MaJsoro Ta3a 06HapyKeHbl
maTKa U SMYHNKKU, B NOCEAYIOLEM NOATBEPKAEH KapnoTun 46,XX. AHann3 KpoBu nokasas runoriMKeMmio U metaboamn4ec-
KW aumaos3 ¢ pecnupatopHoi AeKoMreHcaumen, KOHUEeHTpaumMmn HaTpms u Kaausi B KPOBM B ripegenax pedepeHCcHoro
AnanasoHa. KauHn4yeckn ycTaHoBJIEH AMAarHo3 BPOXKAEHHOM runepnnasun HaAMnoYeYHUKOB C COIbTEPSIIOLMM KPHU3OM.
Hayato nedeHune ruipoKopTM30HOM 0 75 Mr/M2 BHYTPUBEHHO B CYTKU C MEPEX0AOM Ha NepopasbHbIi exeHEeBHbINA npuem
ruapoKkoptTusoHa (20-15 mr/m2) u ¢payapoxkoptuaoHa (0,1—-0,75 Mr/CyT) ¢ MONAOMKUTENbHIM PE3YILTaTOM. B fa/ibHeAlem
cosibTepstoLLas Gopma BPOXKAEHHON AUCHYHKLUMM KOpbl HaagnodyeYHuKoB (BAKH) 6bina noatBepKaeHa MOJIEKYISIPHO-reHe-
TUYECKUM UCCNEe0BaHNEM: BbISIBJIEH paHee onucaHHbIA natoreHHbi BapuaHt Q318W reHa CYP21A2 B roMo3MroTHOM
cocTosiHuu. 3akntodenme. B/JKH, Bbi3BaHHass M3MEHEHMSIMU EHOB, y4acTBYIOLMX B BGMOCMHTE3E KOPTM30/a, ABASEeTCS
camMo¥ 4acTo#M MPUYMHON NEPBUYHON HaAMoOYEeYHNKOBOM HEAOCTAaTOYHOCTU Yy HOBOPOXAEHHbIX. OgHaKo B 3TOM Bo3pacTe
TPYAHOCTU BbI3bIBAET UHTEPMPETALIMS HEKOTOPbIX KIACCUYECKMX CUMMITOMOB HaAMOYEYHUKOBOIro Kpu3a (COMHOEHTHOCTb,
TOWHOTa MM PBOTA, MIOTOHUS, TMIOIMKEMUS, TMIOHATPUEMUS). ITO NPUBOANT K MO34HEN AMarHOCTMKe 3abosieBaHus
M accoLMMPOBaHO C BbICOKUM PUCKOM OCI0XKHEHMI U 1eTaslbHOro ucxoaa. HoBopoXKAEHHbIM ¢ CUMITOMaMU HaAMo4YeYHNKO-
BOro Kpu3a TpebyeTcs HeMealeHHas MeAMLMHCKas MOMOLLb, BKKOYatoLas napeHTepabHoe BBeAEHME [TIIOKOKOPTUKOMAO0B.
Knro4deBble cnoBa: Ha[no4ye4YHNMKoBas He40CTaTOYHOCTb, adpPeHanoBbif Kpu3, Aeduumnt 2 1-rugpoKkennassl, rMapoKopTU30H

Ana yntupoBanus: Wantaposa A.B., CynnotoBa J1.A., Pequyk t0.A., Xapkoa W.HO. AopeHanoBbiin Kpu3 B Aeb6l0Te BPOXK-
[eHHOro 3aboneBaHUs HaAMOYEYHMKOB: KIMHUMYECKMI criydan. Bonpockl coBpemeHHon negnatpun. 2025;24(5):376—-383.
doi: https://doi.org/10.15690/vsp.v24i5.2969
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Adrenal Crisis at the Onset of Congenital Adrenal Disease:
Case Study

Background. Acute adrenocortical insufficiency (adrenal crisis) is a rare life-threatening condition caused by impaired cortisol synthesis
or secretion in adrenal cortex. There are no descriptions of adrenal crisis onset in the first day of life in newborns with congenital adrenal
disease in the literature. Case description. Newborn girl had abnormal external genitalia at birth. Pelvic ultrasound revealed uterus and
ovaries, and subsequently karyotype 46,XX was confirmed. Blood test showed hypoglycemia and metabolic acidosis with respiratory
decompensation, blood sodium and potassium levels were within reference ranges. Diagnosis of congenital adrenal hyperplasia
with a salt-wasting crisis has been clinically established. Therapy with hydrocortisone 75 mg/m?2 intravenously per day was initiated,
changing over oral daily administration of hydrocortisone (20-15 mg/m?2) and fludrocortisone (0.1-0.75 mg/day) with positive results.
Subsequently, salt-wasting form of congenital adrenal hyperplasia (CAH) was confirmed via molecular genetic study: the previously
described pathogenic variant Q318W in the CYP21A2 gene in homozygous state was revealed. Conclusion. CAH, caused by gene
alternations involved in cortisol biosynthesis, is the most common cause of primary adrenal insufficiency in newborns. However, there
are several difficulties at this age with some of the classic symptoms (typical for adrenal crisis) interpretation: somnolence, nausea or
vomiting, hypotension, hypoglycemia, hyponatremia. It leads to late disease diagnosis and is associated with higher risk of complications
and death. Newborns with adrenal crisis symptoms require immediate medical help, including parenteral glucocorticoid administration.
Keywords: adrenal insufficiency, adrenal crisis, 21-hydroxylase deficiency, hydrocortisone
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OBOCHOBAHME

OcTpasi HagnoYye4yHMKoBas HEAOCTATOUYHOCTb (agpeHano-
BblM KPU3) — XU3HEYrpoxatolliee COCTOAHUE, BO3HUKaloLLee
B pe3y/bTaTe Pe3KOro, BHE3arnHOro CHUXEHWS MpoayKLuu
rOPMOHOB B KOpEe HaAno4ye4yHWKOB. AQpeHanoBbl Kpu3 npo-
TEKaeT ¢ MeTaboIMYECKMM aLUMa030M, rMNOrNMKEMUEN, AUC-
6anaHcoM 3MEeKTPONUTOB U Aervapartaumen, Yto npuBOAWT
K OCTPbIM HapyLEeHUsIM CepaeyHO-COCYyANCTON AesTeNbHO-
CTU U HEPBHO-MCUXMYECKOro CTaTyca, KeNyAoYHO-KULWEYHbIM
paccTtpovictBaM [1]. HacToTa cnyyaeB agpeHanoBOro Kpusa
B EBpone coctaBnsier 6—-8 cnyyaeB Ha 100 TbiC. HaceneHus
B roa, U3 Kotopbix 70% npuxoautcs Ha Bo3pacT Ao 10 net
[2, 3]. Cpean naumMeHTOB C HAANOYEYHMKOBOW HEOCTATOYHO-
CTblO Ha MOCTOSIHHOM 3aMeCTUTEIbHON FOPMOHaNbHON Tepa-
MWK YacToTa apPeHaNoBoro Kpusa coctaBnget 4o 5-10 anu-
3040B Ha 100 nauueHToB B roA; CMEPTHOCTb AOCTuraet
ypoBHA 0,5 cnyyass Ha 100 nauueHToB B rog [4]. Yactota
cNnyyYyaeB afjpeHanoBoro Kpusa B Poccun HemsBecTHa.

MNepBrYyHasa HagnoyeyHnKoBasa HegoctatodHocTb (MHH) —
NnoTeHUManbHO onacHoe Ans XW3HWM 3aboneBaHue, xapak-
Tepusyloueecs HeaoCTaTO4YHOM CEeKpeLren MIoKOKOPTUKO-
WUAHbBIX WM/WAM MWHEPaNOKOPTUKOMAHBIX FOPMOHOB B KOpe
HaAno4Ye4yHWKOB, TOrda KaK CeKpeuust aHOpPOreHOB MOMET
ObITb HOPMasIbHOMN, CHUKEHHOM WM NOBbLIWEHHOW — B 3aBU-
CMMOCTH OT OCHOBHOrO 3aboneBaHusd [5]. Hanbonee yacton
npuynHon MHH y peten (70% cnydaeB [6, 7]) aBnsetcs
BPOXAEHHaAs AMCOYHKLMSA Kopbl HagnoveyHukos (BAKH),
AvMarHocTMpyemas B pasHblx CTpaHax y 1 Ha 9-18 TbiC.
HOBOPOXAEHHbIX [8]. ApyrumMu npuymHamun passutusa MNMHH
y AETEN ABNAOTCH ayTOMMMYHHbIN agpeHanuT (15% cnyyaes),
WU30/IMPOBaHHbIN WKW B COCTaBE ayTOMMMYHHbIX MOJIUINaH-
OYNSPHbIX UKW FEHETUYECKUX CUHAPOMOB, CEencuc, ABYCTO-
pPOHHEE KPOBOW3UAHME B HaAMOYEYHWKU MPU MEHWHIO-
KoKuemuu (tabn. 1) [5, 9, 10]. daKTOpamMu pucKa pa3BuUTUS
aApeHanoBOro Kpmnaa saBasaTca Monogon sospact [11, 12],
B TOM YMCNe HA MOMEHT yCTaHOBNEHUS anarHo3a [13], MNMHH,
NOBTOPHbIE TFoCnuTanM3aumMmM nauMeHTOB MpuU Heperynsap-
HOM MNpUEME WAN HEeAOCTAaTOYHOW A03€e 3aMeCcTUTeNbHOM
rOPMOHaNIbHON Tepanuu, PecnupaTopHble WK XKenyao4yHo-
KULWEeYHble MHGEKUMM Npu OTCYTCTBMM CBOEBPEMEHHOIO
nepeBoda Ha CTpecc-403bl MMOKOKOPTUKoMaos [14, 15].
B HeoHaTanbHOM nepuoae aapeHanoBbli Kpn3, 06YyCNOBIEH-
HbI BPOXXAEHHOW NaToNOrMen HaanoY4e4YHMKOB, XapaKTepu-
3yeTcs rMnoHaTpueMunen, runepkannemmen, rmnoTeH3nen
W runornukemuen [16].

ALpeHanoBbi KpU3 MOXET BO3HUKHYTb B aebiote NMHH
npu NO3JAHEM pacrno3HaBaHWK CUMMNTOMOB 60ne3Hu [17].
CpeaHee Bpems OT NOSIB/EHUS NEPBbIX CUMNTOMOB [0 SIBHO-
ro Hajno4Ye4HMKOBOro Kpu3a — 1 cyt [18]. [pu 3TOM CUM-
NTOMbl ¥ MPU3HAKKU aApPEHAN0OBOro KpU3a 1 COCTOSHMI, CBS-
3aHHbIX C MOBbIWEHHLIM PUCKOM €ro pa3BuUTUS, MOTYT ObiTb
HecneunMduyHbl, @ NOTOMY YacTO OCTalOTCA Hepacno3HaH-
HbIMW, OCOBEHHO y AeTen [15]. Y nauneHToB C X-cuenneH-
HOW afpeHonenkoanucTpodpuren SBneHUs Haano4eYHMKOBOM
HeaoCTaTOYHOCTU MOTYT ObiTb HE3AaMEYEHHBIMU WU MPUHS-
TbIMM 3@ CUMMNTOMbI MOPaXKEHUS HEPBHOW CUCTEMDbI. TaK, Mo
[l@aHHbIM PETPOCMEKTUBHOIO UCCNEA0BaHNUS MAaLMEHTOB MyX-
CKOrO MoJia C reHeTUYECKN NOATBEPKAEHHOM X-CLIEMIEHHON
aJlpeHONIENKOANCTPODUEN N HAANOYEHYHUKOBOM HEAOCTATOY-
HOCTbIO, 3aleprKKa AMarHoCTUKKM nocneaHen nocne nosieie-
HWS NepBbIX CUMNTOMOB 3ab0/IeBaHWs COCTaBNaNa B cpea-
Hem 1,6 roga [19].

E.M. OpnoBa 1 coaBT. onucann Cepuld KINMHUYECKUX
c/ly4aeB CEMEWHOro M30/MpOBaHHOro agedwuuuTta [OKo-
KOPTMKOMAOB, B TOM 4YMUCNe NauuMeHTa — HocuTens narto-
reHHoro BapuaHTa reHa MC2R, guarHo3 KoTopomy Obi
YyCT@HOBJIEH MOC/Ae NepBOro ann3ona rmMnorMKEMUYECKON

Ta6nuuya 1. 3TMonorna NnepBUYHON HaaNoOYe4YHMKOBOM
HeAoCTaTOYHOCTHM y AeTen (aAanTMpPOBaHO C UBMEHEHUSMU
13 [5, 9, 10])

Table 1. Etiology of primary adrenal insufficiency in children
(adapted with changes from [5, 9, 10])

HacnepctBeHHble BapuaHTbl MHH

BpoxaeHHasi ANCOYHKLMSI KOPbl HAAMOYEYHMKOB

e neduunt 21-ruapoKcmnasbl

e nednumnt 11-6€Ta-ruapoxkcmnassl

e nedunumt 3-6eTa-ruapokcucTepomanernaporeHassi Il

° nednumUT pepmeHTa oTlenneHns 6OKOBON Lienu

° nedununUT OKCHMaopPeayKTashbl

® BpOXJEHHas MnonaHasa runepnias3us HaanoYeyHMKOB

BpoxxaeHHas runonnasvns Hano4e4YHNKoB

e X-cuenneHHasa BPOXAeHHasa runonnasusg Haano4ye4yHMKoB
e mMuoamnctpodusa JoweHHa

e XY-peBepcus

¢ IMAGe-cvHapOM

BpoxaeHHas He4yBCTBUTE/IbHOCTb K AKTI

® K30/IMPOBaHHbIN AePULNT MIOKOKOPTUKOMAOB 1-ro Tuna
® U30/MPOBaAHHbIV 4eDULMT MIOKOKOPTUKOMAOB 2-ro Tna
® ceMenHbln AedULUT MIOKOKOPTUKONL0B

e cuHapom OnrpoyBa

MeTabonnyeckme 3aboneBaHNUs

® agpeHonenkoancTpodmsa

e cuHapom Cmuta — Jlemnn — Onuua
e 605e3Hb BonbMaHa

6onesHb LlenbBerepa
MUTOXOHAPUanbHble 3a6oneBaHus

MpuoGpeTeHHblie BapuaHTbl MHH

WHpeKummn

® MEHUHIoKoKLemMus (cuHapom Yotepxaysa — OpuaepuKkceHa)
° LUTOMEranoBupyc

e BUY

® KaHaMAao3

e Ty6GepKynes

lNoBpexxaeHne TKaHn HaArno4yeyHnKa
® KpOoBOU3NUAHNE B HaANOYEYHUKHU
® WHTpaHaTal/lbHad TpaBMa

¢ MeTacTa3bl

® UHOUALTPATUBHbIE 3a60eBaHUA

AYyTOMMMYHHBbIV agpeHaanT
® N30/IMPOBaHHbIN (601€3Hb ALAMCOHA)
® ayTOMMMYHHbIWA NONUINAHAYNSAPHBIA CUHAPOM

MeankameHTo3Has MHH
® KEeTOKOHa30/

e aTOMMAAT

° pudaMnuumH

® MWTOTaH 1 np.

Mpumeyanne. NMHH — nepBuYyHaa Hagno4ye4yHWKOBaAs HeJOCTaATOM-
HocTb; BUY — BUpyc nmmyHoaeduunTa Yenoeka; AKTI — agpeHo-
KOPTUKOTPOMHbIM ropMoH; IMAGe — intrauterine growth restriction,
metaphyseal dysplasia, adrenal hypoplasia congenital, genital
abnormalities (cMHAPOM, coYeTatoWmnn rmMnonnasnio HaanoYe4YHNKOB
C BHYTPUYTPOGHOW 3aAeprKKoin pocTa, meTtadu3apHoW aucnnasuven
M @aHOMaJIbHbIM CTPOEHUEM FreHUTaNum).

Note. PAI (MHH) — primary adrenal insufficiency; HIV (BUY) — human
immunodeficiency virus; ACTH (AKTI) — adrenocorticotropic hormone;
IMAGe — intrauterine growth restriction, metaphyseal dysplasia,
adrenal hypoplasia congenital, genital abnormalities.
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Clinical Observation
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KnuHunyeckKoe Ha6noaeHue

KOMbl B BOo3pacTe 12 net. M 310 npu TOM, YTO C NePBOro
roga W3HW Yy Manb4yMKa OTMeYeHa runepnurMmeHTauus
KOXM, OTCYTCTBOBaBLIAs Yy Y1€eHOB ero ceMbu. Kpome TOro,
cecTpa NauuveHTa ymepna B Bo3pacTte 4,5 net oT 3Hue-
dannta, 4To TaKKe MOorfao 6biTb CAeACTBMEM HaAno4vey-
HMKOBOW HEeAOoCTaTO4HOCTU. TakMum 06pa3oM, B PYTUHHOM
Bpa4yebHON NpaKTMKe He Bcerga npuMHUMaeTcs BO BHUMa-
HMe naTorHoMoHu4yHasa ans NHH runepnMrmMeHTaumnsa Koxu.
Kak cneacTteue, natonorns Hagno4Ye4HMKOB A0Nroe Bpems
OCTaeTcs HeanarHOCTMPOBAHHOW, 3KCTPEHHOE BBeAeHue
TMOPOKOPTU30HA MOXeT OblTb HavyaTo C 3aJepPXKKOW, 4TO
BeET K TsaxenbiM nocneactaunam [20].

bes 3aMecTUTenbHOM Tepannn Hagno4YeyHMKoBas Heao-
CTaTOYHOCTb 060N 3TUONOTUN SABNSAETCH MHKUIHEYrpoxa-
lowum 3aboneBaHuem [21]. OTcyTCTBME CBOEBPEMEHHO-
ro MapeHTepanbHOro BBEAEHMS [IIOKOKOPTUKOMLOB Mpw
aApeHanoBOM Kpu3e MOXKET NPUBECTU K HeobpaTtumomy
NOPa*KEHUIO FOSIOBHOIO MO3ra Ha QOHe TAMKENOoW rMMoHa-
TPUEMUWU U/WUNWN TUNOMIUKEMUM NMBO K NeTanbHOMY MCXO-
oy [22]. CBoeBpeMeHHOEe pacno3HaBaHWe U Havyaso nevyeHuns
aApeHanoBOro Kpuaa WAuM COCTOSIHWMM, acCOLMMPOBAHHbIX
C PUCKOM €ro pasBWTUSA, MOXKET CHU3WUTb PUCK PasBUTUSA
YUBHEeYrpoXKatlLmx coctossHum [3, 10].

OnucaHHbIM HUXKE KIMHUYECKUIM cnydYan OEeMOHCTPUpPY-
€T paHHWe NPOosBNEHUSA OCTPOM HaAMOYEYHUKOBOW Heao-
CTaTOYHOCTM Y HOBOPOXKAEHHOrO C HeonpeaeNeHHbIM CTPO-
€HWEM TeHWUTaNuMM W yCnewHoe WX KynupoBaHue nocne
CBOEBPEMEHHOIO NapeHTepanbHOro BBEAEHUS TMAPOKOP-
TM30Ha 40 MONyYeHUs pPe3yNbTaToB HEOHATaNbHOro CKpM-
HWHra Ha BAKH.

KAWHUYECKWUA NPUMEP

O nauueHTte

Y HOBOPOXAEHHOTO MNPV POXAEHWW YCTAHOBEHO
MHTEpPCEKCYalbHOE CTPOEHWE HaPYXKHbIX MONOBbIX OPraHoOB
(puc. 1).

Puc. 1. CTpoeHve HapyHblIX NONOBbIX OPraHOB HOBOPOXAEHHOMO
46,XX ¢ pednumtoM 21-rmapoKcunasbl (naToreHHbii BapuaHT
Q318W reHa CYP21A2 B roMO3WUIrOTHOM COCTOSIHWM)

Fig. 1. External genitalia of 46,XX newborn with 21-hydroxylase
deficiency (pathogenic variant Q318W in the CYP21A2 gene

in homozygous state)

lMpumevaHue. Bupnnnusaums HapyxHbix nonoBbix opraHos lll no Prader
(runepTpodusa KNMTOPa; YaCTUHHOE cpaLleHne 6OMbLUNX NONOBbIX
ry6; 06K yporeHuTanbHblM CUHYC), TMNepnurMmeHTaums

W CKNagyaTocTb 60/bLUNX NOMOBLIX rY6.

UcTouHuk: Xapkosa U.10., 2019.

Note. Virilization of the external genitalia Ill according to Prader
(macroclitoris; incomplete fusion of the labia majora; common
urogenital sinus); hyperpigmentation and folding of labia majora
Source: Zharkova l.Yu., 2019.

Pe6eHOK OT TpeTben 6epemMeHHOCTH, TPETbUX POAOB
(6paT B BO3pacTe 4 net 340p0OB, cecTpa B Bo3pacTe 2 neT
340poBa). M3 aKylepCcKO-rMHEKOIOrMYEeCKOro aHaMmHesa
MaTepu U3BECTHO, YTO 6epeMEHHOCTb NpoTeKana Ha doHe
O0EePMOWOHOM KUCTbl NpaBoOro sn4yHuka, Ha 30-31-n Hen
OnarHoctMpoBaH abcuecc NeBon MoYku, ¢ 33-i Heg —
aHeMusa nerkon crteneHu. Poabl duanonornyeckue Ha
41-n Hed, macca Tena npu poxkaeHun — 3642 1, agnvHa
Tena — 55 CM, OKPYXXHOCTb rofioBbl — 36 CM, OKpPYXK-
HOCTb rpyau — 35 cM, BCe nokasaTtesin COOTBEeTCTBOBaMU
rectauuMoHHomy Bo3spacTty. OueHka no wkane APGAR —
8/9 6annoB Ha 1/5-W MWH COOTBETCTBEHHO. [pyaHoe
BCKapMJ/IMBaHWE C POXKAEHMUS.

HacneactBeHHbIM aHaMHe3 y poautenen n cubcos 6e3
ocobeHHocTen. bpak poauTenen pebeHka Heb6AM3KOpoa-
CTBEHHbIN.

JAnHamMuKa u ucxopbl

[eTCKMN 3SHAOKPUHONOr npurnaweH B OTAeNeHue
naTonorMnm HOBOPOMKAEHHbIX MEPUHATaNbHOIO LEHTpa Ha
2-e CyT nocfe pPoAOB ANS KOHCyAbTalMWU HOBOPOXAEH-
HOMO C WMHTEPCEKCyanbHbIM CTPOEHMEM HaPYXKHbIX FEHU-
Tanun. Mpun ocmoTpe macca Tena — 3604 r, yacTtoTa
cepAeyHbix cokpaueHun (HCC) — 128 ya./muH, YyactoTa
OblxaTenbHbix ABMxXeHun (H44) — 44 /MuH, apTepuanbHoe
nasneHune (A: cuctonnmyeckoe/onactonmyeckoe/cpegHee
apTepuanbHoe gaBneHune) — 68/46/45 mm pT. cT. Koxa
po3oBas, 4uctasd, 6e3 runepnurmeHtaumun. Typrop TKa-
HeW yooBNETBOPUTENbHbIN. [blxaHWe NpOBOAUTCA pPaBHO-
MEpPHO MO BCEM MOMAM, XPUMNOB HeT. [eMognMHamMuKa cTa-
6unbHas. ToHbl cepala AcHble, pUTM npaBuibHbIn. KnBoT
MSATKMWA, OOCTyneH rnyeboKoW nanbnauuun, nevyeHb +1 cm
M3-noa Kpaa pebepHon ayru. HapyKHble NofoBble OpraHbl
HenpaBWIbHOIo CTPOEHUS (CM. puc. 1), KIUTOp yBENUYEH
B pa3mepax, AnmMHon go 4 cm, wupuHon go 1,5 cm (Kauto-
pasbHblt MHOEKC — 600 M2). Bupuansauus HapyKHbIX
nonoBbIx opraHoB |l no Prader: knutopomeranus, 4yactuu-
HOe cpalleHne 60MbliMX MONOBbIX ry6, yporeHuTasnbHbIn
CcuHyc. [JononHuTeNnbHble 06pa3oBaHna B Toslle 60/bLINX
nofioBbIX ry6 M NO XO04y MaxoBblX KaHanoB MNpW nanbna-
LMK He onpegenanuck. Mo pesynbraTtaM ocMOTpa 3anogo-
3peH agnarHos: «<HapyweHue dopmupoBaHune nona. BAKH?».
BBuay oTcyTCTBMS CMMMOTOMOB MOTEpW conum U ageduuumTa
rMIOKOKOPTMKOMAOB Ha MOMEHT OCMOTpa Mo pesynbrataMm
JOCTYMHbIX K aHanuady nabopaTopHbiX TECTOB OT Tepanuu
FMIOKOKOPTUKOUAHBIMU U MUHEPANOKOPTUKOUAHBIMKU Mpe-
napatamu MPUHATO pelleHne BO3AepKaTbCs 4O Mnofy4e-
HUS pesynbratoB goobenegosaHma (17-OH-nporecTepoH,
Kanumn, HaTpUK, PEHUH, TNIOKO3a KPOBMK).

Ha 3-u cyT XM3HM coCTosiHME pebeHKa yXyAlWnoch:
OTMEeYanncb BSSI0E COCaHWe, OJHOKPAaTHOE CpbirMBaHMeE,
ybbllb Maccbl Tena B TeyeHue CyTok coctaBuna 150 r.
BbIiBNEHbl YyMEPEHHbIE AblXaTeslbHble U MUKPOLMPKYNSTOPR-
Hble HapyweHus, 3adUKCUMPOBaHbl 3HAYEHUS TIMKEMUK [0
2,1 MMOAnb/N, MPKU 3TOM HaTPUM U KalMih KPOBM HaxoaWInChb
B npegenax pedepeHcHbIX 3Ha4yeHun (Tabn. 2). OTMevanucb
O/IUrOypuUs, HE3HaYUTENIbHbIN MeTabo/IMYECKMA aLnaos.
PebeHoOK nepeBeneH B OTaeNneHne peaHMMaunm U UHTEHCUB-
HOM Tepanuu HoBopoXAeHHbIX (OPUTH). Mpu noctynneHmn
B OPUTH cocTosiHne Tsaxenoe, o6yCnoBEHHOE MUKPOLMP-
KYNATOPHBbIMW HapyWeHUSMKU, NPeAnoNoKUTENbHO, HaaMo-
YEYHWKOBOW HEAOCTATOYHOCTbO, NIETKMMMU AblXaTenbHbIMU
HapyweHuamu. Macca tena — 3454 r. YHCC — 120 ya./mMuH,
a4 — 60/mun, AL — 71/28/40 mm pT. CT. KoxKa UKTepmy-
Has 0o 2—3-1 30HbI, Ha 61e4HO-PO30BOM POHE, MpaMopHas,
cepoBaTas. [MnepnurmeHTauusa JWHUKA AepMaTorndUKK
NafoOHEeN, HAapPYKHbIX reHUTanuin. Typrop TKaHen CHUXeH. Ha



Ta6nuua 2. JntHamnKa KOHLEHTPaLLMK HaTPUS, Kalns 1 II0KO3bl KPOBU Ha GOHE KOPPEKLMKU A03bl IIOKOKOPTUKOMO0B

M MUHEPaNoKoOPTUKONAOB

Table 2. Blood levels of sodium, potassium and glucose at correction of glucocorticoids and mineralocorticoids doses

Bo3spacr, cyT Hatpun, Mmmonb/nt Kanui, Mmmonb/n? IioKo3sa, MmMonb/n3
3 145 4.4 2,1
4 H/A H/A 8.8
6 151 4,0 6,4
7 138 3,76 5,3
8 140 3,55 5,8
10 142 4,1 54

Mpumeyarmne. PedbepeHcHble nHtepsansl: <> —136-145 mmonb/n; <2> — 3,5-5,1 MMonb/11; <3> — 2,8-5,5 MMO/b/N; H/[ — HET AaHHbIX.

Note. Reference ranges: <> —136-145 mmol/L; <2> — 3,5-5,1 mmol/L; <3> — 2,8-5,5 mmol/L; n/a (H/0) — no data available.

OCMOTpP pearupyet Bano. [bixaHMe NpoBOAMTCH paBHOMEp-
HO MO BCEM MOSM, XPUMOB HET, OTMEYaeTcs Nierkoe yyac-
TMe BCromoraTtefnbHOM MyCKynaTypbl. TOHbl cepaua sicHble,
PUTM NPaBWbHbIA. ANU30Abl TaxMKapanMmK nNpu 6ecnoKoncTee
[0 160 ya./MuH. Mepudepuryeckunt nynbc yMepeHHo ocnab-
neH. Cumntom 6enoro natHa — 3 c¢. lNeyeHb +1 c™M M3-noj
Kpas pebepHon oyrun. beina Havyata MHOY3MOHHaAA Tepanus
rMIOKO30-COMEBLIM PACTBOPOM C LLENbI0 YaCTUYHOrO napeH-
TepanbHOro NuTaHusa B pacyete 90 mn/Kr/cyrt. MNpoBoannach
avddepeHumManbHas AnMarHoCTMKa € MHPEKUMOHHO-BOoCNa-
NUTENbHBIM MPOLLECCOM, HO BBMAY HOPMaSibHbIX 3HAYEHWM
C-peaKTMBHOro 6enKka 1 OTCYTCTBMSA NaToONOrMMK Mo AaHHbIM
peHTreHorpadum opraHoB rpyaAHOM KNETKMU ANarHo3bl «MHEeB-
MOHMS» U «CEMCUC» UCKITIOYEHDI.

Y4ynuTbiBas rMMNOrMKEMUYECKUIA CUHAPOM, AblXaTesbHble
N MUKPOLMPKYNATOPHbIE paccTponcTBa Ha doHe meTabonu-
4YeCKOro aLmao3a, NoATBEPKAEHHble NabopaTopHbIMU TecTa-
MW, Y HOBOPOXAEHHOIO C OTpULIATENbHOM AUHAMUKOW MacChl
Tena v HeonpeaeneHHbIM CTPOEHUEM HAPYXHbIX FreHUTanum
K/IMHUYECKN Obl1 YCTAHOBMEH MpeaBapuTe/bHbIM AMArHo3:
«HapyweHne cdopmupoBaHue nona. OcTtpas HagnoyeyHu-
KoBasi HefgocTaToyHocTb. BAKH, conbrepsitowas dopma?»
W MO XM3HEHHbIM MOKa3aHWAM MHULMUPOBAHA rOpMOHasb-
Has 3amMecTuTeNbHaa Tepanus rMAPOKOPTM30HA aueTaToM
B BWe CTapTOBOro napeHTepanbHOro 6ontoca B o3e 25 mr
C ero nocneaywoliMm BHYTPUBEHHLIM BBEAEHWEM B PaBHbIX
JONAX KaXable 6 4 u3 pacyeTta 75 Mr/m2/cyt. Pe6eHoK nony-
Yyan AOMNONHUTENbHOE dHTEpPasibHOE NMUTAHUE C MOCTEMNEHHbBIM
paclwmpeHeM 10 BO3PaCTHOM HOPMbI.

Ha ¢oHe npoBOAMMbIX MEPONpUATUM C 3-X CyT OTMe-
yanacb yMepeHHas runeprimkemMus — ao 8,8 MMonb/n,
YTO MOCNYXXMNO MOBOAOM [N CHWMXKEHWUSI CKOPOCTU YTUNIU-
3auuu roKo3bl o 4,5 MKr/Kr/muH. Kpome Toro, ¢ 4-x cyt
W3HM OblM yCTaHOBNEHbI 3nu3oabl 6paaukapann, YCC
CHWXXanacb A0 78 ya./MWH, MO NOBO/Y Yero nNpoBefeHa KOH-
CynbTaUns Kapauonora u peKoMeHAoBaHO JOMNONHUTENbHOE
obcnenoBaHume.

Mpu npoBeaeHUM peHTreHorpadum OpraHoB TPyAHOMN
KNIETKM NaTONOrMYECKUX M3MEHEHUN He BbiBfeHo. [1o
pe3ynbTaTtaM YNbTPa3BYKOBOro WCCNeAOoBaHUSA OpraHoB
OpPIOWHON MONOCTU M 3abPIOWMHHOIO NPOCTPAHCTBA BbISB-
NIEHO ABYCTOPOHHEe yBeAn4yeHne Haano4e4yHMKOB: Nolajb
NMOBEPXHOCTH NPaBOro HaAnovYeyHnka — 272 MM2, 1€BOro
HagnovyeyHnka — 256 MM2. B xo/e ynbTpasByKOBOro Ucce-
[LOBaHWS OpraHoB Masoro Tasa onpegensanacb MaTka C Wen-
Ko 36 X 11 X 11 mm, M-3x0 B BMAE TOHKOW 3XOreHHOM
NOMOCKHW, AMYHUKM COOTBETCTBYIOT BO3PACTy.

Mo gaHHbIM anekTpoKapauorpaduun (IKIN Ha 4-e cyT
MW3HW OTMeYeHbl HU3KuiK BonbTaxk IKI, BbiparkeHHas
CUHycoBasl 6paanKkapana — 75-88 ya./muH. 30C oTKNo-
HeHa BnpaBo. Anbddy3Hble HapylweHWa NpoLLeccoB peno-
napusauunn. Bo Bpems nnaya yyalleHuMe CMHYCOBOro putma
8o 158 ya./muH. Mo faHHbIM axoKapauorpadum (IxoKr)
BbiiB/leHa Manasg aHoManusa pa3BuUTUS cepaua B Buie
OTKPbITOro OBaNbHOr0 OKHa (1 mMm), 6e3 cb6poca KpPOBM.
Mo pesynbtatam KM 1 3xoKI BpoOKAEHHbIE MOPOKKM pas-
BUTUS cepaua v NaTtonorusa NpoBoasLwen CucTeMbl cepaua
OblNMM UCKNOYEHbl. 3anogo3peHa BTOpUYHaa GpaauKkap-
ava Ha ¢doHe M36blTKa MIOKOKOPTUKOMAOB. bbina npo-
BeJleHa KOppeKLusi ropMOHaNnbHOW Tepanuu, CyTo4Has
[103a r’MAPOKOPTU30HA aLleTaTa CHuUMXeHa 0 56 Mr/m2/cyT,
B 4 npuema, Kaxkable 6 4.

Ha 5-e cyT »M3HM COCTOSIHUE C MOJSIOKUTENIbHOW [AMHAa-
MUKOW. MUKPOLMPKYNATOPHbIE M AblXaTeNbHble HapyleHus
KynuposaHbl. OTMeYanacb Hopmanu3auus anypesa 4o dGuauno-
NIOrM4ecKon Hopmbl. OAQHaKO pefKue anu3ofbl rvneprinke-
MUKU U BpaguKapauu COXpaHanUCb, NO3TOMY Gblna nposene-
Ha KOppeKLMs Tepanuu: NepeBoA Ha MnepopasbHbii Npuem
TMAPOKOPTU30HA B A03e 15 Mr/M2/cyT B 3 Nnpuema, B paBHbIX
fonax, HasHavyeH GAyaApPOKOPTU30H B cyTo4HOM ao3e 100 MKr,
B 2 npuema. MHdy3noHHasa Tepanus oTMeHeHa.

Ha 6-e cyT y HOBOPOXAEHHOro OTMeYalucCb 3Ha4u-
Mas npubaBKa B Macce Tena (+150 r 3a cyTku) Ha doHe
afjekBaTtHoro gauvypesa — 2,5 MA/Kr/cyT, NoBbllEHUE
cuctonmyeckoro AL 1o 68 MM pT. CT., TMNepHaTpuemMmns —
fo 151 mmonb/n (Hopma 136-145 MMmonb/n), CHUXKe-
HWE YPOBHS peHuHa B nna3me o 3,99 mKME/mMn (Hopma
4,4-46,1 MKME/mn), 4TO CBMAETENBCTBOBANO O NEpeaosu-
POBKE MWUHEPaNOKOPTUKOMAOB, Oblna NpoOBeAEeHa KOppeKuus
[03bl GNyapoKOpTU30OHa A0 75 MKr/cyr. B anHamuke no
naHHbIM KT Ha 6-e cyT coxpaHsanacb yMepeHHas 6pagnKap-
ana — fo 79-115 ya./MuH, B CpaBHEHUKU C NpeablayLim
9Kl — yyauieHune cMHycoBOro putma.

Ha 7-e cyT »un3Hu pebeHKa nonyyeH pesynbraT ropmo-
Ha/bHOro aHanM3a KpoBK (Tabn. 3), AEMOHCTPUPYIOLWNIA NOBbI-
weHue ypoBHa 17-OH-nporectepoHa o 532,4 HMOnb/N,
4TO No3BOAMNO noAaTBepAuTb AmarHo3 BAKH, yctaHoB-
NIEHHbIN paHee KAWHUYECKU. B3dATbl 06pasLbl KPoBK ANd
MOJEKYNSAPHO-TEHETUYECKOIO WUCCNEefoBaHUA Ha Hanuyue
MyTauuin B reHe CYP21A2. Ha ¢oHe Tepanuu npoBoauncs
perynsipHbI KOHTPONb NoKa3aTtenen MOHOrpaMmbl, KUCNOT-
HO-LLENOYHOIO COCTOAHUSA, MMIOKO3bl KpoBu, AL,

3a Becb nocneaywouwunin nepuvoa HabnwoaeHus AL
B npefenax BO3pacTHOM HopMmbl. HopManuzauus caxapos
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Ta6nuua 3. [laHHble N1abopaTopHOro 06enejoBaHus B Xo4e rocnutannsaumnm
Table 3. The results of laboratory diagnostics performed during hospitalization

HaumeHoBaHue uccnegoBaHusa Pesynbrat PedepeHcHbI MHTEepBan
TecToCcTEPOH 06LMIA, HMONb/N 1,2 0,040-2,151
TecTocTepoH CBOGOAHLIN, HMONb/N 0,0252 0,0045-0,0194
[No6ynunH, CBA3bIBAOLLMIA MNONOBbLIE TOPMOHbI, HMOSb/ N 24,6 14,4-120,2
PeHuH, MKME/mn 3,99 4,4-46,1
17-OH-nporectepoH, HMONb/N 532,4 7,3-50,9
Benok o6wum, r/n 54 41-63
ANT, E/n 36 13-45
ACT, E/n 67 25-75
BunnpybuH o6LWmMin, MKMO/b/N 168 58-197
BunnpybuH npsmMon, MKMOnb/n 10,1 0-3/4
MoyeBuHa, MMONb/ N 4,0 1,4-4,3
KpeaTnHuH, MKMOnb /N 124 58-96
[NioKo3a KPoBU, MMONb/N 2,1 2,8-5,5
CPB, mr/n 21 0-5

Mpumeyanne. AIT — anaHnMHamuHoTpaHchepasa; ACT — acnaptataMuHoTpaHchepasa; CPb — C-peaKTUBHbIM Genok.
Note. ALT (AN1T) — alanine aminotransferase; AST (ACT) — aspartate aminotransferase; CRP (CPB) — C-reactive protein.

oTMeYanacb Ha 6-e CyT, Mocne Hadvana CHWXEHUS [03bl
rMAPOKOPTU30Ha aleTaTa. Kpome Toro, ¢ nepeBooM Ha
nepopasnbHyto GopMy ropMoHOTEPanuK 3aNn3oabl 6paguKap-
[AWW KYNUpoBanuchb.

Ha 8-e cyT XW3HW, y4uTbiBas CTabu/ibHOE COCTOSHWE
W yOOBNETBOPUTENbHbIE MOKa3aTenu BUTasbHbIX QYHKLMWA,
pebeHOK nepeBefieH B OTAeNeHWE NaToN0rMK HOBOPOXKAEH-
HblX Ha COBMEeCTHOe npebbiBaHMe C MaTepbio.

Ha 12-e cyT *M3HKU pebeHOK Obla BbiNMcaH nog ambéy-
naTopHoe HabnlaeHre y4acTKOBOro neanartpa M LEeTCKOro
3HAOKPMHONOra, Y4UTbIBAsS MONOXKUTENBHYIO KPUBYIO Macchl
Tena, OTCYTCTBME CPbIrMBaHUN, AMHAMWUKY nabopaTopHbIX
TECTOB, KOTOPble CBUAETENbCTBOBASM O KOMMNEHcaLunn 3a6o-
neBaHusa Ha doHe adPEKTUBHO Nogo6paHHOW A03bl HOKO-
KOPTUKOMAOB Y MUHEPANOKOPTUKOMAOB.

3a BpeMs HaxoxaeHus B OPUTH HeoaHOKpaTHO OCMOT-
peHa AETCKUM 3HAOKPUHOMOrOM, KapAMONnorom, HeBpPOso-
rom, opTanbMOSIOrOM U FTEHETUKOM.

[Mocne BbINUCKKM pebeHKa Ha amMbynaTopHbIM 3Tan no
JaHHbIM LMTOrEHETUYECKOro aHann3a XPOMOCOMHOrO
Habopa YenoBeKa XPOMOCOMHbIX abeppauuni He BbiaB-
neHo, kapuotun 46,XX. Pe6eHOK Obl/l 3apernctpupoBaH
B XEHCKOM nacrnopTHoMm none. o peadynbtatam MONeKy-
NIAPHO-TEHETUYECKOrO aHanns3a 6bin 06Hapy>KeH naToreH-
Hblt BapunaHT Q318W B reHe CYP21A2 B roMO3UroTHOM
COCTOSIHUU, KOTOPbIN SBASETCS OAHUM U3 Hanbonee 4acTbIX
BapuMaHTOB, MPUBOAALLMX K Pa3BUTUIO CONbTEPSIOLLEN
dopmbl BAKH.

[eBo4Ka No HacToslee BpemMs HaxoauTes noa AMHamu-
YECKUM HabNtogeHNEM AETCKOro 3HAOKPUHONOra B KOMMNEH-
caumMuM no OCHOBHOMY 3ab0feBaHWI0, Ha 3aMeCTUTENIbHOM
Tepanuu rmapoKOPTU30HOM B CYTOYHOM JO3MPOBKe 12 Mr/m2
NOBEPXHOCTU Tena, pa3aeneHHon Ha 4 npuema, GayapoKop-
TU30HOM B CYTOYHOW AO3MPOBKE 75 MKI/CYT, pasaeneHHom
Ha 2 npuema (07:00 — 20 MmKr; 17:00 — 25 MKr).

B Bo3pacTte 18 mec nauuneHTKe 6blna NnpoBeaeHa PEKOH-
CTPYKTUBHas deMuHU3MUpyowas oAHOMOMEHTHas naactu-
Ka, BKItoYaloLwas naacTuky runepTpopupoBaHHOro Knutopa
C COXpaHeHWeM rON0BKM, JOPCaIbHOIO COCYANCTO-HEPBHOIO
nyyKka, naacTUKy mManblx MONOBbLIX Y6 U MHTPOMTOMNACTUKY.
OCNOXHEHUIN XMPYPrUYECKOro fieYeHuss B BUAE runocnaauu
W ypeTpoBarnmHaabHOro CBMULA MNpu nocneaylolemM Habnto-
NEeHWUN He Bblno.

[eBoyKa B AMHaMWKe Habnogaetcs negMaTpomM w get-
CKMM 3HOKPWHOMOrom. Ha perynspHon OCHOBe MNpPoOBO-
OATCA OUEHKa TeMnoB (PU3MYECKOro pa3BUTUS U GUOXM-
MWYECKWUA MOHUTOPUHI (ONpeaeneHne KOHLUEeHTpauun
17-OH-nporectepoHa, peHWHa, [MIOKO3bl, Kanug, HaTpus).
Poantenn obyyeHbl TaKTUKE KOPPEKLMU A03bl TMAPOKOPTH-
30Ha Ha PpoHEe MHTEPKYPPEHTHbIX 3aboneBaHuin. 3a nepuos
HabnoaeHnsa ¢ 1-ro Mec XW3Hu o 5 net 5 mec rocnurta-
M3auUuin Mo NOBOAY aApPEHANOBOro KpU3a y NaumeHTKU He
6bin0. B Bo3pacTte 5 net 5 Mec aHTpONoMeTpUYECKHUE NoKa-
3aTeNv NauMeHTKn COOTBETCTBYIOT BO3PACTHOM HOpME: POCT
108 cm (0,8 SD), macca Tena — 19 Kr, UMT — 16,4 Kr/m?2
(0,67 SD), nnowaab nosepxHocTn Tena — 0,75 M2. KoCTHbIN
BO3pacT COOTBETCTBYET NacnopTHoMy. [aLmeHTKa nony4aet
3aMeCTUTENbHYIO FOPMOHANbHYIO Tepanuio: rTMAPOKOPTU30H
13,4 Mr/mM2/cyT B TpU NpUema B PaBHbIX J0NAX, GyapOKop-
TU30H 50 MKr/CyT B OAMH NPUEM.

BpemeHHas wKana

XpoHonorua pas3BuUTUA  GONE3HW HOBOPOMKAEHHOIO
c conbrepsouwen ¢opmon BOKH 1 ee KnoveBble COObITUS
npeacTaBieHbl Ha puc. 2.

OBCYXAEHME

BAKH aBnsetca ogHon U3 Hanbonee pacrnpocTpaHeHHbIX
npuyinH passutua MHH y geten [23]. IamMeHeHUs B reHe
CYP21A2, Beoyuwime K CHUXEHUID GpepMeHTaTUBHON aKTUB-




Puc. 2. XpoHonorus pa3sutus 601e3HM y HOBOPOXKAEHHOIO ¢ conbTepstouler dopmort BOKH 1 ee kntoveBble cOBbITUS
Fig. 2. Salt-wasting form of CAH in a newborn: disease chronology and key events
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cyanbHoe rMHer;'g:)ld)Mﬂ MUa 00 rmneprnmnequ M'\&OAT,E(')/” HMOJ‘Ib/ﬂ MMaOJ'Ib/n
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opraHoB MeTabonnyeckui aumaos MMONb/N
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Honora KO30-CO/EBbI- YTUAK3ALIMN 75 MKr/cyt IMHaMWKa
MW pacTBopa- IMIOKO3bI o OTMEHa Nno 06bLEKTUB-
3anopo3peH MW B pacyeTe no4,5 UHbY3UOHHOM MoaTBepxaeH HOMYy cTaTycy
AMarHos: 90 mn/Kr/cyt MK /KI/MWH Tepanuu AnarHos: W pesynbratam
«HapylueHue * bontocHoe e CyTo4Han * lepeBog Ha «BAKH, conb- B6MOXUMU-
d)opMleo- BBeaeHue [103a rmapo- per os rua- Tepaolan 4YecKoro
BaHWs nona. 0,9% ¢uano- KOpTM30Ha POKOPTU30H ¢dopma» MOHWTOPUHIa
BD'KH?,, NorM4yecKoro auerara 20 MI’/MZ/CyT+
pactsopa CHWXeHa Ao bnyapo- Baata KpoBb Beinucaxa
« Inexrponuel | | [apoKop- 56 mr/m2/cyT KOPTM3OH Ha MoneKy- Ha 12-e cyT
KpOBH T30Ha Kaapble 6 4 100 MKr/cyT napHo- nos améyna-
e 17-OHM auetatB/B TEHETUYECKNH TopHoe
* Kapuotun :OCJ;%?:O“ OcmoTtp aHanua :Zﬁfeﬂgi:f
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Tena, pas- dnyapo-
neneHHon KOPTU30H
Ha 4 6ontoca, 75 MKr/cyT
C UHTEepBa-
JIOM Kax/ble
64
® JHTepanbHoe
nuTaHue

MpumeyaHne. Y3 — ynsTpassBykoBoe uccnefoBanune; MT — macca Tena; 17-OHM — 17-OH-nporectepoH; Na — HaTpuit; K — Kanuit; ONH —
oTAeneHne naTonornv HoBOPOXAEHHbIX; OPUTH — oTaeneHne peaHMmauMu U UHTEHCMBHOM Tepanuu HOBOpOXAeHHbIX; BAKH — BpoxaeHHas

LMCOYHKLMA KOPbl HAANOYEYHNUKOB.

Note. US (Y3W) — ultrasound; BW (MT) — body weight; 17-OHP (17-OHI) — 17-OH-progesterone; Na — sodium; K — potassium; NPD (OlNH) —
neonatal pathology department; NICU (OPUTH) — neonatal intensive care unit; CAH (BAKH) — congenital adrenal hyperplasia.

HOCTM 21-rMapoKcunasbl, NPUBOASAT K HaPYLIEHUIO CUHTE3a
KOpTU30/7a U B HEKOTOPbIX Caydyasx — anbAocTepoHa [24].
be3 cBOEBPEMEHHON ANArHOCTUKMU U IeYeHUs AeDULUT Kop-
TM30/1a MOXET NPUBECTM K aApeHanoBOMY KpW3y KaK Mnpu
conbrepsatowen dopme BAKH, Tak n npu npocton BUPWUSIbHOM
dopme 3aboneBaHus [25]. CKPUHWUHT HOBOPOXKAEHHbIX Ha
BAKH, BnepBble BBeaeHHbIn B Poccuickon Pepepaunu
B 2006 r., cnoco6CcTBYEeT CBOEBPEMEHHOW [AMarHOCTUKe

3ab6oneBaHns 1 06ecrneynBaeT SBHOE NPEUMYLLECTBO B Mpo-
dUNaKTMKe HeoHaTaNbHOrO aApPeHasoBOro M COMbTEPSIO-
Lero Kpusa u MnageHyeckon cmeptHocTu [23]. C aHBaps
2023 . B COOTBETCTBMMU C NMpuKazoM MwuH3gpaBa Poccuum
N2 274H ot 21.04.2022 «06 ytBEpKAeHUM [TopsiaKa OKa3aHus
MEAMLIMHCKON MOMOLLM NaLMeHTaM C BPOXAEHHLIMU U (MK)
HacneacTBEHHbIMM 3aboneBaHUsIMU» [26] 3a60p Kanuansap-
HOW KPOBW ANS NPOBEAEHUS CKPUHUHIA Ha 36 HacneaCTBEH-

38

[Te]
f=li

=z
~
<
N
>
~
O
AN
o
[Q\]
~
[72]
e
=
<
[a]
]
o
=
4
w
o
o
=2
o

=

BOMPOCbl COBPEMEHHOW MEAUATPUM / 2025 / TOM 24 / N2 5



g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

HblX 3aboneBaHui, B ToM 4ucne BAKH, y AOHOWEHHbIX
neTen ocyuiectBngeTcs B nepBble 24—48 4 nocne poxae-
HUSA. BbllleonncaHHbIM KIWMHUMYECKMM cnydan Habnwogancs
B 2019 r., Korga 3abop KanuaisgpHOM KPOBU C LENbO
HeoHaTaNbHOIO CKPUHWMHIA OCYLLECTBAANMN Yy AOHOWEHHbIX Ha
4-e cyT *¥n3HuU. COOTBETCTBEHHO, HaM yaanocb 3anoao3puUTb,
a B nocnegylowemM v MNOATBEPAWTb AMArHo3 M MpoBEecTU
TepaneBTMYECKOE BMeLWaTeNnbCTBO AN npeaynpexneHus
Pa3BUTUA KMBHEYIPOXKAIOLLEro COCTOSHUS 40 MNONYyYEHUS
pe3ynbTaToB HEOHATaIbHOrO CKPUHMHIA.

NeyeHune Kknaccuyeckon ¢opmbl BAKH HanpaBneHo Ha
BOCMONIHEHNE AeduunTa MIOKOKOPTUKOMAOB U NPU HEOb-
XOAMMOCTU — MWHEPANIOKOPTUKOMAOB, MpeaoTBpalleHne
afApeHanoBoro M CONbTEPSAIOWEro Kpu3a, nojaBneHue
M306bITOYHOWN CEKPELIMN afPEHOKOPTUKOTPOMHOIo roOpMoHa,
BbI3blBalOLWEN N3OLITOYHYIO CEKPELMIO aHAPOreHoB Haano-
YyeyHuKamu [27]. HoBopoxaeHHble ¢ BAKH noaBeprKeHbl
PUCKY Pas3BWUTUSA CONbTEPSIOLLErO Kpu3a B BO3pacTe OT
7 po 20 cyt [23].

B Hawem cnyyae y HoBopoxaeHHoro ¢ BAKH Ha 3-u cyT
M3HWM MPOM30LLIO OCTPOE YXYALEHMUE COCTOSHMS, CONPOBO-
}AaBLleecs r’MnormMKeMuen, abixaTeNbHbIMW pacCcTpOMCTBa-
MU, HapyleHWEM MUKPOLMPKYIALMKM U MeTaboMYECKUM
auMao30M, YTO 6blI0 MHTEPNPETUPOBAHO KaK MpPOSBEHUS
octpow MNMHH, o6ycnoBneHHon Knaccuyeckon dpopmon BAKH,
W MOCAYXXMIO0 OCHOBaHMEM ANSl NapeHTepanbHOro BBEAEHHUS
rMAPOKOPTU30HA C NoCneayLMM NepeBOAOM Ha nepopab-
Hble GOpMbl TMAPOKOPTM30HA M GNYAPOKOPTU30HaA nocne
cTabunnn3aLumnm COCTOAHUS.

MpnumeHeHne &AyapOKOPTU30HA Y HOBOPOMKAEHHOrO
C HeBepuduuupoBaHHon dopmon BAKH 6b110 060cHOBaHO
NPEANONOXKEHMEM O HaNMYMKM KaK MUHUMYM CYOKIMHMYeE-
cKoro geduvunTa anbAoCTePOHA, OMUCAHHOMO Yy HOBOPOXK-
OEHHbIX KaK C CONMbTePSIOWEN, TaK U C BUPWUIIbHOM dopmom
3aboneBaHua [25]. MoatoMy dAyaqpOKOPTU3OH HEOBXOANMO
Ha3HayaTb BCEM HOBOPOXAEHHbIM C Kilaccuyeckon op-
Mon BJKH, BbiiBNeHHOM B nporpammax HeoHaTalbHOro
CKPWHUWHra, elle A0 pa3BUTUA runoHatpuemuun [28]. U3-3a
OTHOCUTENIbHOW PE3UCTEHTHOCTU K MWHEpPaNOKOpPTUKONLaM
M aHTUMWHEPANOKOPTUKONAHOIOo 3dpdeKTa BbICOKOW KOH-
LueHTpauun 17-OH-nporectepoHa B nepnoa HOBOPOXKAEHHO-
CTK [27] noKa3aHbl 60/1e€ BbICOKNE A03bl GAyAPOKOPTU30HA,
yem getam 6osiee ctapuero Bospacta, 06bi4HO oT 100 go
200 MKr/cyT, uHorga v 6onblue, pa3geneHHble Ha 1 unu
2 nepopasnbHbIX Npuema [23].

3AK/IOYEHUE

[eboT agpeHanoBoro Kpnsa B HeoHaTalbHOM Mnepuoae
MOXET 6bITb 006YCNOBNEH BPOXKAEHHOW NaTonoruen Haano-
yeyHnKoB, Hepeako B[KH, KoTopas aBnsetrca Haubonee
pacnpocTpaHeHHon npuymHon MHH cpeaun geten n noapocT-
KoB. lNpeacTaBiaeHHOE ONMcaHne KIMHUYECKOro cyyast cro-
Cco6CTBYET 60/blIEMY MOHUMAHUIO GEHOTUMNYECKOTO CMEKT-
pa 1 AMarHoCTUYECKMX NPo6aeM, CBSA3aHHbIX C BapuaHTamMu
Knaccuyeckmx dopm BAKH. OHO TakKe nog4yepKMBaeT Bax-
HOCTb PAcCMOTPEHUS MaLMeHTa B LEeNoM, MHTErpaLun Knu-
HUYECKMX, BUOXUMUYECKMX U TEHETUYECKMUX AaHHbIX, 4TOObI
n36exaTb NOXKHbIX UK HENPaBWUIbHbIX AMarHo30B 1 obecne-
YWUTb HaANEXallme CTpaTermm neYeHns y nauneHToB CO CMOX-
HbIMW 3HAOKPWHHbIMWU HapylweHnamu. BAKH gonxkHa 6bITb
BK/lOYEHa B AnddepeHLManbHy0 AWarHOCTUKY Yy fito6oro
HOBOPOX/AEHHOr0 C HenpaBW/bHbIM CTPOEHMEM HapPYXHbIX

MONOBbLIX OPraHoOB WKW NPW ABYCTOPOHHEM KPUMNTOPXM3ME
W HenanbnupyemblX SUYKax y HOBOPOMKAEHHOIO C MYXCKUM
deHotunom. CBoeBpeEMEHHAa AMarHOCTUKa 1 ie4eHne nme-
0T pellatollee 3HavyeHune, MOCKONbKY ocnoxHeHus BAKH
MOTYT 6bITb daTanbHbIMKU, ECIM CBOEBPEMEHHO HE YCTaHOB-
NleHO 3a60fieBaHNE U He WHWLUMWPOBaHa 3aMecTUTenbHas
ropmMoHanbHasa Tepanus.

WHO®OPMUPOBAHHOE COINIACUE

OT poautens pebeHKa MoJlydYeHO MUCbMEHHOE WHOP-
MUpOBaHHOE A06POBOSLHOE corflacMe Ha nybankaumio
OMUCaHUS KIIMHMYECKOro cnyyass B MEAMLMHCKOM KypHa-
Ne, BK/IOYas €ro aNeKTPOHHYK BEPCUIO (AaTa NoanucaHus:
30.06.2025).
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O6o0cHOBaHHe. B ripakTuke Bpaya-HeoHaTosora Hanbosblume AUarHOCTUYECKME 3aTpyAHEHMS Bbi3bIBaeT KOMOMHMPOBAH-
Has naTosorus, rnpPU KOTOPOo# NepBUYHOE reHeTMYecKoe 3ab0/ieBaHne Co4eTaeTcs ¢ PeAKMMM BTOPUYHBIMU HapyLLEHUSIMU.
TakoBbIMM SIBASIOTCA HETUIMUYHbIE NPOSBAEHUS cuHApoma Lllaaga — SIHra y HOBOPOXKAEHHbIX. OnucaHue KIMHUYEeCKOro
cayyasi. Y HeOHOLWEHHOro pebeHKa BHYyTpHYyTPOOHO Gblia AMarHoCTMpoBaHa aHoMasibHasi ycTaHOBKa nasibLleB KUCTU. lNpu
POXKAEHUN B CBSA3U C MHOXECTBEHHbLIMU CTUrMamu (YKOPOYEHHbIE KOHEYHOCTHU, MHOXKECTBEHHbIE KOHTPaKTypbl CYyCTaBoB,
Aepopmauns nanbLeB, KOMNTOPXU3M) Obl10 3arN0f03pPEHO reHeTndeckoe 3aboneBaHme. [1py aTOM TaxKesble AbiXxaTe/lbHble
M reMognHaMmM4yeCcKne paccTpomcCTBa, a TaKKe CyA0POXHbIN CUHAPOM, NCeBA006Y1b6apPHbLIN CUHAPOM U ABUraTe/lbHble Hapy-
LIEeHMS BblIN paclyeHEeHbl KaK MposiBAEHUS BPOXAEHHON MHEBMOHUU M NEPUHATAbHOMO MOParKEHUS LIeHTPaIbHON HEPBHOM
cuctembl. Ha 2-m mec »u3HU Bblsia BbisiBeHa runepaMMOHMEMUS], pacLieHEHHas! Kak BTOPMYHOE COCTOSIHUE Ha QOHe coYe-
TaHHOM Hacne4CTBEHHON U NepuHaTaabHON NaTtoaorMu. Ha ocHoBaHMM MHOro3TanHoro AMarHOCTUYECKOro MoMcKa ¢ MCrosib-
30BaHMeM KapUOTUMMPOBaHMUS, TaHAEMHON Macc-CreKTPOMETPUN, OMpeaeseHns COOTHOLUEHUS] KOHUEHTpaumu muumHa
B JIMKBOPE M KPOBM OblIN MUCKIIOYEHbI XPOMOCOMHbIE abeppauunu, Hacie[CTBEHHbIe aMMHoauuaonaTum, opraHM4eckue
aumaypum, MUTOXOHApHUaAbHble 601e3HU. [TpoBeseHHoe B 3-MeCS4YHOM BO3pacTe M0JHOIK30MHOoe cekBeHmpoBaHme [JHK
pebeHKa BbIsIBUI0 naToreHHbid BapmnaHT reHa MAGEL2 B reTepo3uroTHoM cocTosiHmum (rs770374710), npuBOASLMIA K CcABU-
Iy pamMKu CYUTbIBAHUSI U MPexaeBpeMeHHON TpaHCaaUuun 6esKa. Y poautenei natoaorud4eckux BapuaHToB He BbiSIBJIEHO,
TaKMM 06pa3om, naumeHT umesn mytaumio de novo. NoCKO/IbKY aTMonaToreHeTuyecKkas Tepanus rnpu 3Tom 3aboseBaHUn
OTCYTCTBYET, NaLUMeHT rojy4yan NnocCMHAPOMHOE /ieyeHue. 3aKadeHne. KinHuiecknii npumep AeMOHCTPUPYET TPYAHOCTH
ANarHOCTU4ECKOro romcKa rnpu coYeTaHUn reHeTUMYECKOro CMHAPOMa C nepuHaTabHOM NaTtonormen n rmnepamMmmMoHueMUen
HEesICHOro reHesa.

Knro4yeBble cnoBa: cuHapom Llaaga — SHra, runepamMMOHMEMUS, HOBOPOXKAEHHbIE, MOJIHOIK30OMHOE CEKBEHUPOBaHHE,
KIIMHUYECKUI Cllyqan

Ana untupoBaHuns: bensesa W.A., KypHatoBcKkas E.O., 3apy6uHa B.B., Kpyrnakos A.10., 9nbaaposa T.K., Kamenes M.M.
CoyeTaHue cuHapoma Waada — AHra ¢ runepaMMOHUEMUEN HEACHOIO reHe3a Y HOBOPOXKAEHHOIO: KIMHUYECKUI criydan.
Bonpockl coBpemerHo neanatpumn. 2025;24(5):384-391. doi: https://doi.org/10.15690/vsp.v24i5.2976

OBOCHOBAHME Genomes Project (2016-2021) BbisiB/ieHO 12 feTen C CUH-
CuHgpom Laada — AHra (Schaaf — Yang syndrome; apomoM Waada — AHra [4], 4TO TaKXKe yKa3blBaeT Ha BbICO-
ClUS) — peakun CUHAPOM C ayTOCOMHO-AOMMHAHTHBIM Kyl0 NONyNsSILMOHHYIO 4acToTy 3a60/ieBaHUsA. B pOCCUNCKMX

TUMNOM HacnefoBaHUs, KIIMHUYECKU CXOAHbIN C CUHAPOMOM
Mpagepa — Bunnu (CMB) n xapaKTepusylowmnca Hapylue-
HMEM HEepPBHO-MCUXUYECKOTO Pa3BUTUS, GOpMUPOBaHUEM
KOHTpaKTyp CycTaBOB, rMy6OKOW rMnotanaMmyecKon auc-
YHKLMEN, COYETAHUEM 3IHAOKPUHOMATUM (rMnonuTyuTa-
pu3M, AedUuMT ropMOoHa pPocTa, HU3KWUMA YPOBEHb MOHALO-
TPOMWHOB C rMNoroHagnamom) [1, 2].

CornacHo 6a3e JaHHbIX Mo pefkum 6one3Ham OpdaHeT
(www.orpha.net), npesaneHc 3aboneBaHWs cOCTaBAfET
< 1 cny4das Ha 1 MJIH HOBOPOXAEHHbIX. OnucaHo 250 nauu-
eHToB ¢ CLUA [2, 3]. B Knutae no JaHHbIM MONHO3K30M-
HOrO CEKBEHUPOBaHUA reHoma 42 TbiC. TAXKEeN0O0bHbIX
HOBOPOXAEHHbIX — Yy4acTHUKOB npoekta China Neonatal

paboTax, ony6anKoBaHHbIX B 2024 r., onncaHo CyMMapHO
6 cnydyaeB 3aboneBaHus [5-7], 4TO, BEPOSATHO, CBfA3a-
HO C AOCTYMHOCTbIO METOAOB MOJIEKYNSPHO-TEHETUYECKOM
ANarHOCTUKM.

K passutuio CLUA npuBOOAT naToOreHHble rerepo-
3UroTHble BapuaHTbl reHa MAGEL2, KoTopbli pacno-
JIOXXEH B WMMMNPUHTUHIOBOM pernoHe 15- XpoMOCOMbI
15q911.2-q12 (peneummn OaHHOro pernoHa Ha OTLOBCKOM
XPOMOCOME, OAHOPOAMUTENbCKAs AMCOMMS MO MaTepwmH-
CKOM XPOMOCOME MW HapylweHWs LEeHTpPa MMMPUHTUHIA
apnqaTca npuimHon CIB) v 3kcnpeccupyeTcss TOJSIbKO
C OTLLOBCKOrO annens, B TO BpeMs Kak MaTePUHCKUI MHaK-
TMBMpoBaH [8]. A 3HaA4uT, €cnn HOCUTENleM MaToreHHoro



reTepo3nroTHOro BapuaHTta reHa MAGEL2 aBnsieTcs TONbKO
EHLINHa, 3aboneBaHne y Hee U ee JeTen He NPOosBUTCS.
OOHaKo ecnu naTtoreHHbl BapuaHT reHa oT martepu nepe-
JacTcs MYXKUYMHE, PUCK POXAEHMNA y Hero pebeHka ¢ CLUA
6ynet coctaBnatb 50% No NpuyMHE yaaneHus B npouecce
cnepmaTtoreHesa natrepHa WMMMNPUHTUHIA, YHacneaoBaH-
HOrO OT MaTepu, M 3KCMPEeccUMM NaToreHHoro BapuaHTa
C OTLOBCKOro annens. Bmecte ¢ Tem, fMWb NONOBUHA CAy-
YaeB 60/1e3HM 0OBACHAETCA HacnefoBaHWEM MaTtoreHHoro
BapuaHTa reHa MAGEL2 ot oTua. OcTanbHble cny4yan BO3-
HUKatoT de novo [2]. B TaKkux crnyyasx BeposTHOCTb nepeaa-
4M naToreHHoro BapuaHta MAGEL2 cnepytollemy pebeHKy
cocTaBnsieT okono 3% K3-3a BO3MOXHOIo Mo3auumama
3apoablleBon NUHMK [2]. ONa YTOYHEHUS TFEHETUYECKMX
PUCKOB MOBTOPHOrO poxaeHus pebeHka ¢ CLUA B cembe
peKOMeHAyeTCs TeCTMPOBaHMe OTLa NauMeHTa Ha Hanudme
natoreHHoro BapuaHTta reHa MAGEL?2 [2].

leH MAGEL2 (OMIM *605283) saBnsetcs OOHO3K30H-
HbIM, KOAMPYIOLWMM GeNKW U3 MOACEMENCTBA MENaHOMHbIX
aHTUreHoB (melanoma-antigen-subfamily-like-2), KoTopble
B COCTaBe KOMMJeKca YOMKBUTUH-MPOTEACOMHON CUCTEMbI
y4acTBYIOT BO BHYTPUKIETOYHOM TpaHCcnopTe U Aerpagaunu
6enkoB, obecrneynBas TeM cambliM NpPaBuibHOE GYHKLMOHMU-
poBaHue Knetok [9]. OcobeHHO BaXkHa ero posb B peryasumnu
HENPO3HAOKPUHHON aKTUBHOCTU ruvnoTanamyca [2]. Takxe
MMeTCS AaHHble, YTO HapylweHue dyHKumnn 6enka MAGEL2
accouMMpoBaHO C MOBLILWEHHON 3KCMPECCUEN FeHOB CUr-
HanbHoro nyt MTOR u, Kak cneacteue, gedbektom obpa-
30BaHUS OEHOPUTOB M TeN HEMPOHOB, YTO OBycnoBaMBaeT
noBeeHYECKNE N KOTHUTUBHbIE HapylweHus [2, 9].

CLUA xapaKtepusyeTtca BapuabenbHbIMU KIMHUYECKUMU
nposiBfieHnamu. B npeHaTanbHOM nepuoae 3aboneBaHue
MOXHO 3anoA03pWUTb MPU CHUKEHUM ABUraTeNlbHOM aKTUB-
HOCTU BHYTPUYTPOBHOIOo pebeHKa, MHOroBOAMK BCreacTene
HapyleHns 3arnaTblBaHWa OKOMNOMNOAHbIX BOA MPU OTCYyT-
CTBMM MPU3HAKOB aTpe3un MNuleBoaa, BbIIBAEHUU MpU
yNbTpPa3ByKoBOM mccnegoBaHunun (Y3N) BporKaeHHbIX aHOMa-
JIUW KUCTen u cton [6]. B HeoHaTanbHOM Nepuoae TUMMUYHbIMU

nposiBneHuamun CLUA aBnaoTcs Bblpa)KeHHas MblllevyHas
FMNOTOHMS, [bIXxaTeNbHble HapyleHUs No TUNY pecnupartop-
HOrO AWCTPECC-CMHAPOMA, 3aTPyAHEHWS COCaHUs U [noTa-
HWSI, KOHTPAKTYPbl CYyCTaBOB, MMNOTanaMm1M4yecKne HapyleHums
[1, 2, 8], B HEKOTOPbLIX Ciaydyasx OGHapyXKuBalOT BPOXKAEH-
Hble nopoku cepaua [10]. OgHaKo y HEKOTOPbIX G6O0JbHbIX
MOTYT 6blTb OMUCaHbl M HETUMUYHbIE MPU3HAKKU CUHAPOMA.
MaToreHeTM4YecKoe, AMarHOCTMYECKOEe WM MPOrHOCTUYECKOE
3Ha4YeHMe TaKMX MPU3HAKOB TPeBYET YyTOYHEHUS.

Hw)ke npeacTtaBneHO paHee He OMMCaHHOe coYeTaHue
CLUA 1 runepaMmMOHUEMUN Y HOBOPOXKAEHHOTO.

KNUHUYECKUA NPUMEP

O nauueHTe

PebGeHOK My)XCKOro nona, poXAeH Y XeHlWuHbl 39 ner,
CTpajalollen XpoHMYecKnm nuenoHedpputom. Otuy 43 roaa,
300poB. B cembe aBoe aeten: cbiH, 19 net, 340pOB, A0Yb,
13 neT, 3gopoBa. HacneacTBEHHbIM aHaMHE3 He OTATOLEH.
BbpaK HeGNM3KOPOACTBEHHbIN, POAUTENN BPEAHbIX MPUBbLIYEK
1 NpodeccruoHanbHbIX BPEAHOCTEN HE UMEIOT.

Haw naumeHT poauncs oT YeTBEPTOM GepeMEHHOCTHU (nep-
Bas 6epemMeHHOCTb — CBOEBPEMEHHbIE OnepaTuBHbIE Pofbl,
BTOpasi GEpPeMEHHOCTb — CBOEBPEMEHHbIE OMepaTUBHbIE
poabl, TPETb GEPEMEHHOCTb — MeAMKaMEHTO3HbIM aboprT,
HacTosias, YeTBepTas GEPEeMEHHOCTb — MPOBEAEHO 3JKCT-
PEHHOE KEecapeBO CeYeHWe MO MOKa3aHWsIM — WUCTOHYEHWEe
py6La nocne npeablaylimx ABYKPaTHbIX KecapeBblX YpeBoceye-
HWR). BepemeHHOCTb NpoTeKana Ha GoHe yrpo3bl NpepbiBaHKs
B | TpumecTpe (nonyyana yrpoxectaH Ao 20 Hen), 6eCCUMNTOM-
HoW GaKkTepuypun Bo Il TpumecTpe (MOHypan, uedenum 7 cyT),
UCTMUKO-LIEPBMKANbHOW HEAOCTaTOYHOCTU WM BHYTPUMEYEHOY-
Horo xonectasa B Il TpumecTpe (ypcoae3oKcmxoneBas KUCIoTa).

Mo pesynbratam nnaHosoro Y3M Ha 30-1 Hefd BbiiBNEHbI
MHOrOBOAME, aHOMaslbHas YyCTaHOBKa NanbLieB NPaBon KMCTU
BHYTPUYTPOBHOro pebeHKa. B 3TOT e CpoK MaTb rocnuTanu-
31poBaHa B NepuHaTaibHbI LIEHTP B CBSA3M C MPU3HaAKaMM
BHYTPMMNEYEHOYHOIO XOfecTasa; npoBefeHa npodunaktnka
pecnmMpaTopHOro AMCTPECC-CUHAPOMA.
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Combination of Schaaf - Yang Syndrome with Unspecified
Hyperammonemia in a Newborn: Case Study

Backround. Combined pathology of primary genetic disease and rare secondary disorders presents the most diagnostical difficulties for
neonatologist. Such are atypical signs of Schaaf — Yang syndrome in newborns. Case description. The premature baby was diagnosed
in utero with fingers abnormality. Genetic disorder was suspected at birth due to multiple stigmas (shortened limbs, multiple joint
contractures, finger deformity, cryptorchidism). Whereas severe respiratory, hemodynamic, convulsive and motor disorders, as well as
pseudobulbar syndrome were regarded as manifestations of congenital pneumonia and perinatal injury of the central nervous system.
Hyperammonemia was revealed at the 2nd month of life and it was regarded as secondary condition associated with combined hereditary
and perinatal pathology. Any chromosome aberrations, hereditary aminoacidopathies, organic aciduria, mitochondrial diseases were
excluded via multi-stage diagnostic search using karyotyping, tandem mass-spectrometry, determination of glycine concentration
ratio in cerebrospinal fluid and blood. Whole-exome sequencing of the child’s DNA revealed pathogenic variant in the MAGEL2 gene
in a heterozygous state (rs770374710) at the age of 3 months. This variant leads to frameshifting and premature protein translation.
There were no pathological variants in the parents, thus, the patient had de novo mutation. Since there is no etiopathogenetic therapy
for this disease, the patient received only syndromic therapy. Conclusion. This case demonstrates diagnostic challenges in comorbid
genetic syndrome and perinatal pathology and unspecified hyperammonemia.
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g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Mpu cpoke rectaumm 34 Hea 6 cyT NPOBEAEHO 3KCTPEHHOE
onepaTMBHOE PoAOpas3pelleHne MyTeEM KecapeBa CedYeHust
B CBSI3M C KOMIJIEKCOM MaToO/IOrMY4ECKUX COCTOSAHUIM Yy MaTepu,
CB$I3aHHbIX C BbICOKMM PUCKOM MepuHaTaNibHblX NOTEPb: UCT-
MUKO-LIepBMKanbHas HeLOCTaTOYHOCTb, UCTOHYEHWe pybua
nocne 4YpeBoCeYeHU, MHOroBoaMe, Xonectas 6epemMeHHbIX.
PoxkpeH manbyuk ¢ maccon Tena 2890 r, annMHon tena 46 cwm,
OKPY)XHOCTbO T0/10Bbl 35 CM, OKPYXHOCTbIO rpyan 34 cwm.
OueHka no wkane APGAR — 6/7 6annoB. lpu poxae-
HWU COCTOSIHWE pebeHKa TAXKenoe, 0B6yCNOBAEHHOE TeYeHu-
€M BPOXAEHHON MHEBMOHUU, NepUHaTabHbIM NMOpaXKeHnem
LeHTpanbHom HepBHOM cuctemsbl (LLHC) (cuHapom yrHeTeHus,
nceBaobynbb6apHbId CUHAPOM), MPEANONOKNUTENbHO, HEYTOY-
HEHHbIM FreHETUYECKMM CUHAPOMOM. pM OCMOTPE OTMEYEHbI
MHOXECTBEHHble CTUIMbl [M33MOPUOreHesa: HW3Kopacrno-
NIOXKEHHbIE AWCMNNACTUYHbIE YLIKM, MUKPOTrHaTWUS, Mnonepey-
Hble CKNafKW Ha NajoHsaX, caHjaneBuaHas Wenb Mexay
1-M ¥ 2-M nanbLamu CTON HUKHUX KOHEYHOCTEN, YKOPOUYEH-
Hble BEPXHUE W HUKHWE KOHEYHOCTU, KOHTPaKTypbl mnneve-
BblX, JIOKTEBbIX, JIy4€3ansaCcTHbIX, MexXdanaHroBbIX CyCTaBOB
(kamnTofaKkTunung), gedopmaLlusa nanbleB CTOM, KPUMNTop-
XWU3M, OTEKM BEPXHUX U HUKHUX KOHEYHOCTEN (puUC. 1, 2).

Yepes 35 MUH nocne poxaeHusa pebeHoK Ha Ha3anbHON
LOTalMK Kucnopoja nepeBefeH B OTAeneHue peaHMMaumm
N UHTEHCUMBHOM Tepanuu HoBopoxaeHHbIX (OPUTH). B cBA3un
C BbICOKMM PWUCKOM K/IMHUYECKOW MaHMPEecTauuu BPOXK-
[leHHOM MHbEeKLMM HayaTa cTtapToBas aHTMbaKTepuanbHas
n MHOY3MOHHas Tepanus. B nepBble Yacbl XXM3HM pa3Buiach
apTepuanbHasa runoTeH3us, NpoBoaMnacb KOMOGWHUPOBAH-
Hasi KapAMOTOHMYEeCKas W Ba30MpeccopHas MnojaeprKKa.
B Bo3pacTte 4 4 ycununucb NposiBAeHUs ablxaTelbHON Heao-
CTaTO4YHOCTW, 4YTO noTpeboBano WMHTyGauuu U nepesoaa
pebeHKa Ha annapaTtHyl0 MCKYCCTBEHHYIO BEHTUNSALMIO Nier-
Kux (MBJ1). C y4yeToM [JaHHbIX peHTreHorpaduu rpyaHon
KNETKWU YCTaHOBMIEH AMarHos: «BpoxaeHHass MHEBMOHWMS».
Ha doHe MHOEKUMOHHOro npouecca oTMEYeHbl MPU3HaKM
CMHAPOMA ANCCEMMUHUPOBAHHOIO BHYTPUCOCYAUCTOrO CBEp-
TbiIBaHUS (NETEXMU, NOAKOXKHbIE FTEMaTOMbI), KyNnMpoBaHHbIe
BBE[lEHNEM CBEXE3aMOPOKEHHOW Niasmbl.

Mpu noctynnenun B OPUTH B obnactu Wwen u BepxHewn
NMONOBWUHbI TPYAHOM KIETKU OTMEYEeHbl JIMHEWHbIE YYaCTKM

Puc. 1. O6wuit BMA naumeHTa
(aMcnnacTUyHbIE YllHble
PaKOBWHbI, MUKPOrHaTHS,
[IBYCTOPOHHSS1 KAMMNTOAAKTUINS)
Fig. 1. General appearance
(dysplastic external ears,
micrognathia, bilateral
camptodactylia)

Puc. 2. MonepeyHas 6opo3aa

Ha NafoHW, KaMnToAaKTUANS

Fig. 2. Single transverse palmar
crease, camptodactylia

..!- =
UcTouHuK: doTorpadus
nawuueHTa npegoctaBneHa
nevyalum Bpavom.

McTouHuK: doTorpadus
nawuueHTa npegocraBneHa
nevyalm Bpayom.

Source: patient’s photo provided
by physician.

Source: patient’s photo provided
by physician.

NMOBPEKAEHUS KOXKM C WENYWEHUIMU N0 KpasM, NMOKpPbITble
CEPO3HOM KOPOYKOM, C XKeNTbIMU Be3UKylaMu, MecTaMu
C/IMBAOLWMMUCSA. Y4MTbIBAA HanuMymMe BE3WUKYIE3HOW CbiMMu,
clienaHo NpeanosioXKeHne O Hanuyiuu y pebeHKka BPOXKAEH-
HOW reprneTuyecKkom MHOEKLUK, B CBA3M C YHEM NPEBEHTUBHO,
[0 Nony4eHns pesynbraToB 06CNeA0BaHUs Ha BUPYChI repne-
TMYECKOW rpynnbl 6bl1a HavyaTa Tepanus aunKIoBUPOM.

B Bo3pacTe 6 CyT KM3HWU B CBA3M C NOJSy4EHUEM OTpULLa-
TeNbHbIX PEe3ynbTaToB UCCNefoBaHWsa METOAOM MoAMMepas-
HOM LLeMHOW peaKunn U MMMYHODEPMEHTHOrO aHanmM3a Ha
BHYTPUYTPOOHbIE MHOEKLMM (MPUYMHA NONYYEHUS pe3ynbTa-
TOB MCCNeLOBaHUS C 3a[ePXKKOM, TONbKO Ha B-e CYT KWU3HU
HeM3BeCTHa) Tepanus auuKiIoBMpPOM Oblna 3aBepLleHa.

Ha ¢oHe MHTEeHCMBHOM Tepanuu K 5-7-M CYT XKU3-
HW COCTOSIHME MNauueHTa CcTabunan3npoBanocb: OTMEHe-
Ha KapAMOTOHMYecKas Tepanus, pebeHOK Obln 3KCTyOu-
poBaH, Npojos/ikanacb HeWHBaA3WBHas pecnupaTopHas
Tepanus (BbICOKONOTOYHbIE Ha3albHble KaHIoAM) U aHTU-
6aKkTepuanbHaa Tepanusa (aMnuuuMIIuMH + cynbbaKkTam
75 Mr/Kkr/cyt B 2 BBeOEHWUHA, HETUIMWUUMH 6 Mr/Kr/cyT
B 2 BBeAeHus, HayaTa € 1-x CYT Xu3Hu). B HeBponoru-
YECKOM CTaTyCe C POXAEHWUS COXPaHAIUCb BblparKeHHoe
oblee yrHeTeHMe U MbllleYyHas rMnoTOHMS.

KopmneHue pebeHka NpoBOAMAK C 1-X CYT KU3HM IHTE-
panbHO, CLIEXXEHHbIM FPYAHbIM MOJIOKOM 4epes3 HasoracT-
panbHbIA 30HA KanenbHo 3a 1 4 B TpopuyecKoM obbeme
C NOCTeneHHbIM yBennyeHnem o obbemMa duanonoruye-
CKMX noTpe6HocTen. Ha ¢poHe nceBaobynb6apHOro CUHAPO-
Ma OoTMeYanucb NOATEKaHWE MOSIOYHOIO COAEPKMMOro N30
pTa W cpbirBaHus. poBoAMAM MOCTYpaNbHY0 Tepanuio
M AMETONOMMYECKYI0 KOPPEKLIMIO: yBENnYMBanM BpeMs BBe-
OEeHUsa NuTaHmna (KanenbHo 3a 1,5 4), Ha3Ha4YeHa aHTuped-
JIIOKCHas cMech (5 Ma).

Pe6eHOK MpPOKOHCYNbTUPOBAH FEHETUMKOM, BbINOJHEHO
uccnefgoBaHue KapuoTuna. PesynbtaT nonydyeH Ha 9-e cyT
MU3HU: KApUOTUN MYyXKCKOM 46,XY.

B Bo3pacte 13 cyT pebeHOK nepeBedeH B oTaefieHune
naToN0rMM HOBOPOXKAEHHbIX NepMHaTanbHOro LeHTpa. B aToT
nepuoj B CBSA3M C pa3pelleHnem NHeBMOHMM Bblna npexkpa-
LleHa aHTMbGaKTepuanbHasa Tepanus, OfHAaKO COXpaHaNuUCb
BbIPaXEHHOE yrHeTeHme u nceBaobynbb6apHbie HapyLeHNUs.

MoBTOpHOE yxyalweHne npousowno B Bosdpacte 20 cyT:
NosIBUAMCH MPUCTYMbl anHO3 C BblParKEHHOW AecaTypauuen
M OpaguKkapaven, 3TM 3nu304bl COMPOBOXAAUCb TOHMU-
YEeCKMMU cyaoporamu (CyfopoXHas aKTMBHOCTb PEruncrpu-
poBanacb MO pAaHHbIM aMMNAUTYAHO-UHTErPUPOBAHHOM
aneKTposHuedanorpadun); nossmnace 0buabHasa BA3Kas
MOKpOTa, yBeNnmMynnacb KoHLeHTpauus C-peaktuBHoro 6en-
Ka (10 r/n npu Hopme O-5 r/n). bbina NOBTOPHO NpoBeaeHa
MHTyGauus Tpaxen, HavaTta annapatHas VIBJ1, Ha3Ha4veHbl Kypc
aHTMOMOTMKOB pesepBa (UuedoTakcum/cynbbakrtam, BaH-
KOMWLMH) C Y4€TOM BblAeNeHHbIX MUKPOBOB (Enterobacter
aerogenes — Ma30K peKTabHbli, Klebsiella pneumoniae —
3eB), NPOTUBOCYAOPOXKHAA Tepanus (nesetnpaLeTam).

K Bo3pacTty 1 mec 7 cyT cocTosiHMe pebeHKa CTabunm3un-
poBanocb, NPOSABAEHUS MHEBMOHUU YMEHbLWIUCHL, COXpa-
HANCA rpybbli HEBPONOrMYECKUM aeduUUT — OTCYTCTBME
peaKLMM Ha OKpyXatollee, MbllLEYHbIN TMNEepPTOHYC B KOHEY-
HOCTSIX, TPM3M KeBaTeNbHbIX MblliLl, NceBAobynb6apHble
HapyweHus. lNepuoanyeckne nogbemMbl Temnepatypbl A0
debpunbHbiX 3HayYeHun. MonbITKM nepeBoga pebeHKa Ha
camocCTosiTe/IbHOE AblxaHue Oblnn 6e3ycnelHbl. B cBs3u
C HEOOXOANUMOCTbIO MPOAO/IIKEHUSA AMArHOCTUYECKOIrO Mounc-
Ka B Bo3pacTe 1 mec 7 fHeW manbyuK nepeseneH 8 OPUTH
MHOronpodubHOro craumMoHapa — MOpPO30BCKOW AETCKOM
rOPOACKOM KMHMYecKon 6onbHuubl (MAIKBE). AnarHos npu
nepeBoge: «[MNOKCHMYECKU-UILEMUYECKoe nopaxeHue LIHC.
MHOeCTBEHHbIE BPOXAEHHbIE MOPOKKU PasBUTUS (BPOXAEH-



HbIM MOPOK cepaua — AePeKT MENKIKeNyao4KOBOW nepero-
POAKMU, MUKPOMEHUS, MUKPOTHATKS, YKOpOYeHHe TpybyaTbiX
KOCTEN BEPXHUX KOHEeYHOCTeW). BporkaeHHas NMHEBMOHMS.
HeoHaTtanbHble cygoporv. HegoHoweHHOCTb 34 Hef 6 cyT».

B OPUTH MAINKB npoaomxeHbl KOHTPOAb BUTasbHbIX
nokasarteneun, pecnupaTtopHas noagepxka (MBJ1), paHee
HavaTas MHPY3UOHHas, aHTMGaKTepuanbHas, AUypeThdec-
Kasi, MPOTMBOCYAOPOXHass M meTabonuyeckas Tepanus.
Mo pesynbraTaM nabopaToOpHOM AMArHOCTUKWM BbISIBJEHA
yMepEeHHas LUMTONUTMYECKas aKTMBHOCTb, MO PEKOMEHaLMK
racTpoaHTeponora K Tepanuu aobaBieH npenapaTr ypco-
[LE30KCUXONEBOM KUCNOTbl C MNOSIOXKUTENBbHBIM 3DPEKTOM.
C uenblo KOppeKUMN TaKenon aHeMuu B OTAeneHuu Gbina
npoBeaeHa reMoTpaHcdy3ns OTMbITbIMU 3PUTPOLIUTAMM.

YuuTbiBasg GeHOTUMMYECKME 0COOEHHOCTH, PEBGEHOK MpPOo-
KOHCYNbTUPOBAH FEHETMKOM, Ha OCHOBaHMK MPOBEAEHHbIX
ncenefoBaHUM UCKIOYEHbI KPYMHbIE XPOMOCOMHble abeppa-
UMn, 0eduUumT TM30COMHOM KMUCoM nnnasbl. 1o pesdynbratam
aHanu3sa Ha onpeaeneHne ypoBHS aMUMHOKMCAOT M auuaKap-
HUTMHOB B KPOBWM METOAOM TaHAEMHOM MacC-CNEKTPOMETPUM
NPU3HAKOB HacCNeACTBEHHbIX aMMHOALMAONATMIN, OpraHu-
YECKMX auuaypui v HapyleHUMn MUTOXOHAPUanbHOro 6eta-
OKMUCNEHUSA XMUPHbIX KUCNOT He BbIIBMIEHO. TaKKe Oblan
WUCKNOYEHbI aprMHUHEMUS W UMTpynaMHemus. B cBasu
C HanM4yMeMm KOHTPaKTYp Jy4e3anscTHbIX U MexdanaHroBbIX
CyCTaBOB, KpuMTOpxu3ma, nceBfobynb6apHOro cuHapoma
andodepeHumanbHas AnarHoCcTMKa npoBOAMAach B MEPBYIO
oyepeab C BPOXAEHHbIMY MUACTEHUYECKMMU CUHAPOMAMMU,
apTPOrpUNo30M, a TaKKe C MMKPOCTPYKTYPHbLIMW XPOMOCOM-
HbIMKM abeppaunsamu. B cBSI3W C BbISBNEHHOW B BO3pacTe
1 mec 8 cyT runepammoHnemMment (216 MKr/an, 4to CooTBeT-
ctByeT 127 mKmonb/n, HopMma 50-80 MKMosb/N) ¢ HapacTa-
HMEM Ha cnefytouime CyTKM 40 ypoBHA Hi — Bbllwe pedepeHc-
HbIX 3HA4YeHWUW (M3MEepPEHNE NMPOBEAEHO C UCMNOb30BAHWEM
aHanusatopa PocketChem BA, anana3oH M3MepeHus —
1o 400 mKr/an, unn 285 MKMOonb/n [4]) Ha3HaYeHa HU3KOo-
6enkoBas agneTta n3 pacyeta 1,5 r/Kr/cyrt, 4TO COOTBETCTBYET
MWHWMaNbHOMY 6€30MacHOMYy YPOBHIO noTpebneHus 6en-
Ka [6]. TakKe B Tepanuio 6blM BKIOYEHbI 6eH30aT HaTpus
B fo3e 500 mr/Kr/cyT u L-kapHuTuH B go3e 100 mr/Kr/cyt
C NONOXMUTENBbHON AWHAMWUKOW B BUAE CHUXEHUS YPOBHS
aMMOHMSA B KPOBM A0 pedepeHCHbIx 3HaYeHnn — 106 MKr/on
(62 mkmonb/n) K 1 mec 15 gHam. AuddepeHumanbHas
AMarHoCTMKa NpoBOAMNach C TPAH3UTOPHOW rMNEPaMMOHU-
eMWen HOBOPOMKAEHHbIX, BTOPUYHON TrMnepaMMOHUEMHUEN
Ha @OHe TeyeHUs BPOXKAEHHOW WHOEKLMU, B MeHblUen
cTeneHn — ¢ 3aboneBaHUs MU U3 rpynnbl HacneACTBEHHbIX
HapyleHnn o6MeHa BELLECTB, Y4UTbiBas OTCYTCTBUE OTKIIO-
HEHWW MO pe3ynbTaTaM paHee NPOBEeAEHHbIX UCCNefoBaHMM
Ha HacneacTBEeHHble MeTabonnyeckne 60/1Ee3HM.

Mpu NonbITKax 3KCcTyGauuu nepuoabl CaMoCTOATENIbHO-
ro AblXaHus OblN HEMPOAOMKUTENbHBIMWU, XOTS SBAEHUSA
NMHEBMOHMK Ha 2-M MeC U3HU pebeHKa Kynuposanuck. Ha
$OoHe NPOTUBOCYAOPOKHON Tepanmu cyaoporn He BO306HOB-
NANUCb. Y4uTbiBas HEBO3MOXHOCTb 3JKCTyOaLUK, pebeHKy
npoBeAeHa yCTaHOBKa TPaxeoCTOMbl, MauMeHT nepeBefeH
Ha CaMOCTOATENbHOE [AbIXxaHWe Yepe3 TPaxeoCTOMWYECKYHO
TPpy6Ky 6€3 NoTpebHOCTN B AOMONHUTENIbHOM OKCUTeHaLWu.
[Ana panbHenwero o6cnefoBaHUs M le4eHUss B Bo3pacTe
74 cyT *M3HWM pebeHOK nepeBeleH B OTAeNleHne NaTonoruu
HoBopoXAeHHbIXx MAMKBE.

dusuKkanbHaa AMarHocTUKa

Ha MOMEHT nocTynneHus B oTAeneHMe naTonornm HoBo-
POX/AEHHbIX COCTOsSIHWE peGeHKa TAXKenoe, CoO3HaHWe yrHe-
TeHo. Macca Tena — 3914 r (Z-score = —1,3 SD), anvHa
Tena — 53 cMm (Z-score = —1,5 SD), OKpPY*KHOCTb F0N10Bbl —
37 cMm (Z-score = —0,6 SD) (INTERGROWTH-21st).

OTmeyatoTca BbllenepeymucneHHble MHOXECTBEHHbIE
CTUIMbl An3ambpuoreHesda. KoxkHble NOKpPOBblI 6aedHble,
YMEPEHHOW BNIAXKHOCTH, YMCTble. Buammble cnmsunctole 060-
NIOYKK BnefHble, YnucTble. [bixaHne camoCcTosTENbHOE Yepes
TPaxeoCTOMUYECKYl0 TPYOKy C AoTauuein O, 4Yepe3 macky
1 n/MUWH, Ha 3TOM POHe nokasaTenb catypaumm — 93-99%.
[onoBa oKpyrnon ¢dopmbl, 60MbLION POAHMYOK 1,5 X 1,5 cm,
He BblOyXxaeT. [pyaHas KNeTKa UManHapruyeckon Gopmbl, pas-
HOMEPHO y4acCTBYET B aKTe [bIxaHWs. YacToTa [bixaTenbHbIX
ABUXEHUN — 48 /MUH. AyCKyNbTaTUBHO AblXaHWUe NPOBOAMT-
Csi PaBHOMEPHO MO BCEM JIErOYHbIM MOASM, CUMMETPUYHO.
Xpunbl NPOBOAHOIO XapaKkTepa, McYye3atoT nocne caHauuu
AbIXaTeNbHbIX NyTeW C yaaneHMem yMEepeHHOro KofimMyectea
CNU3UCTON MOKpOTbIl. O6nacTb cepaua BU3yanbHO HE U3MEHe-
Ha. YacTtoTa cepaeyHbix cokpalleHmn — 160-170 ya./MuH
B nokoe, o 190 ya./MuH npu Harpy3ke. [pu aycKynbTta-
LMW TOHbI cepua SicHble, pUTMUYHbIE. LLlymMbl 4OCTOBEPHO
He BbicnywMBaloTCA. KMBOT cnerka B34yT, HO AOCTyneH
nanbnaunn Bo BCEX oTaeNnax, 6€3601e3HEHHbIN, nepucTasnb-
TUKa coxpaHeHa. lNevyeHb +2 cM, KOHCUCTEHUMS OOblYHas.
CeneseHka He nanbnupyetcs. CTyn nocne CTUMyASLUUK Ken-
TO-3€eNeHbIN, KalnueobpasHbli, 6€3 NaTtoNorMyecKkux npu-
Mecen. MoyencnyckaHve cBO6G0OAHOE, MOYa CBETNIO-XKenTas.
[BYCTOPOHHUI KPUMTOPXU3M.

HeBponornyeckum cratyc: CrOHTaHHaa ABWratesbHas
AKTMBHOCTb MPAaKTMYECKM OTCYTCTBYET, M03a 3KCTEH30pHas,
KOHEYHOCTU MPEUMYLLECTBEHHO BbINPSAMIEHbI, KUCTU CXaTbl
B Kynaku. Ha ocMoTp pearvpyet notaruBaHMeM KOHEYHOCTEMN.
duKcaLun B3opa HeT, 3payvku OANMHAKOBOMW BENUYMUHbI, peaK-
LMS Ha CBET MBasl, peaKLusa Ha rPOMKUIM 3BYK — B3aparu-
BaHue. JIMLO CUMMETPUYHO, HeraTMBHas rpumaca npu oCcMoT-
pe. MbilweyHasa AUCTOHUSA C npeobnajaHneM runepToHyca
pasrnbaTtenen pyk. Pednexkcbl HOBOPOXKAEHHbIX Bbi3blBa-
toTCs, ocnabneHbl. CyxounbHble pedneKcbl CUMMETPUYHBI,
0XMBNeHbl. He cocer, rnotaHne 3aTpyaHEHO, NePUOANYECKU
noATeKaeT c/itoHa (NceBaobynbbapHbie HapyLweHUs).

MpepBapuUTeNnbHbIA AUArHo3

OCHOBHOWM AMarHo3

MHOXKEeCTBEHHbIE BPOXAEHHbIE MOPOKU Pa3BUTUS: BPOXK-
[EHHbIN NOPOK cepaua — AedEKT MEXIKENYJ04KOBOW Nepero-
POAKM, YKOPOYEeHUe TpybUaTbIX KOCTEN BEPXHMX KOHEYHOCTEN,
KOHTPaKTypbl CyCTaBOB BEPXHWX KOHEYHOCTEW, yABOEHME
YallleYHO-T0XaHOYHOM CUCTEMbI, KPUMTOPXM3M, MUKPOrHaTHS.
[eHEeTUYeCKM CUHAPOM HEYTOYHEHHbIN. Q89.7.

ConyrcTBylouwjne guarHo3bl

AHemMusl HeaoHoleHHbIX (P61.2). BpoxaeHHas MHEBMO-
HUS, Bbl3BaHHas Apyrumn Bo3byauTenamu (P23.8). Hanuuune
TpaxeocTombl (Z93.0). BpoHxoneroyHas Aaucnnasvsg, BO3-
HUKWasa B nepuHaTtanbHOM nepuoge (P27.1). TMNOKCUYecKu-
nwemunyeckoe nopaxenme LIHC, cuHApoM ABWratenbHbIX
HapyweHun, nceBaobynbbapHbin cuHapom (P91.0). Cyaoporu
HoBopOXaAeHHOro (P90). lbixaTenbHas HeJoCTaTOYHOCTb Y HOBO-
poxaeHHoro (P28.3). HegoHolweHHocTb 34 Hep 6 cyT (PO7.3).

[AvHaMuKa 1 ucxopabl

B otoeneHuyr natonorMm HOBOPOMAEHHbIX MauUeHT
nposen 2 Mec, 3a Becb nepuojs HabNloAeHUS COCTOsHUE
pebeHKa ocTaBanocb TsaxenbiM. OTMeYanucb CUMMTOMbI
rMnoTanaMmyeckon AUCOYHKLMKM B BUAE MEPUOAMYECKMX
nogbEMOB TemnepaTypbl Tena A0 GebpunbHbIX 3HAYEHUN,
KOTOpble HEe COMPOBOMXAANMNCH KIMHUKON MHDEKLMOHHOIo
TOKCMKO3a, B nabopaTopHbiX WMCCNedOBaHWAX MapKepbl
BOCMNaNeHNs OCTaBanMCb B npeaenax HopMasbHbIX 3Ha-
YeHWW, UHCTPYMEeHTaNbHasa AMarHoCcTUKa (peHTreHorpadu-
yecKkune uccnegoBaHus u Y3WM) He BbISBASAN o4ara UHOEK-
LLMOHHOTO npoliecca.
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Clinical Observation
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KnuHunyeckKoe Ha6noaeHue

TakKe y pebeHKa oTMeYeHa TeHAEHUMS K TMNOMTIMKEMUNU,
YTO BbI3blBaO0 HEOGXOAUMMOCTb [OMOAHUTENLHOM AOTaLMK
pactBopa MMoKo3bl. O6cneaoBaH OETCKMM 3HOOKPUHONMO-
rOM — AaHHbIX 3@ TMNEPUHCYIMHU3M W TMNOKOPTULIM3M He
nony4eHo. MocteneHHo ypoBEHb IMUKEMUU HOPManU30Bacs.

CoxpaHsanucb ABNEHUS AblXxaTeNbHOW HEeLOCTaTOYHOCTHU:
npu CaMOCTOATENbHOM [bIXaHUMW Yepes TpaxeocTomy Tpe-
60Banacb AOMONHUTENbHAA OKCUIreHauus 4Yepes JINLEBYIO
MacKy (100%) B uensix AOCTUXKEHWS YOOBNETBOPUTENbHbIX
nokasartenen catypauumn (93-95%), nNpu Harpyske ycuiu-
Banacb ofbllKa. OTMeYanucb HapyleHUs CoCaHUs U rnoTa-
HMS, YacToe NoATeKaHWe MONOoKa, B CBA3M C YEM MasbyMKa
BCKapMIMBanu Yepes HaloracTpalibHbli 30HA 6GOMOCHO.

B HeBponoOrMyeckom craTyce CoxpaHsiacb MblleyHas
[OWUCTOHUS: BbIHYXKAEHHAs Mo3a C BbINPSMAEHHbIMU KOHEeY-
HOCTSIMM, KOHTPaKTypbl B NasiblLiax KACTEN, TYroNnOABUMKHOCTb
B KOJIEHHbIX cycTaBax. Habnoganucb TpM3M xKeBaTeflbHOM
MyCKynaTypbl 1 runepcanmBaumns. Pukcaumsa B3rnaga oTcyT-
CTBOBasa, K Havyany 5-ro Mec M13HW He BbI10 NOMbITOK yaep-
YaHWS ronoBbl, YTO CBUAETENLCTBOBASIO O rpybon 3adepKKe
NCUXOMOTOPHOrO pas3BuTUA. Ha ¢doHe npoaosKawowencs
NPOTMBOCYAOPOXKHOW Tepanuu Ccyaoporn He BO306HOBNSA-
nucb. lMpu anektposHuedanorpadum B 3- U 4-Mecsa4HOM
BO3pacTe paspsaoB anunentTMPoOpMHOM aKTUBHOCTU He
06HapyKEeHO, OTMEYEHbl AN3PUTMUS U Ae30praHn3aLmUs PUT-
MOB, OCHOBHOW pWUTM He anddepeHumpoBaH. lNpun Heoa-
HOKpaTHbIX nocsefoBaTefibHbIX HEMpocoHorpadusax 6blan
OTMeYeHbl MPU3HAKM YMEPEHHOM AnnaTaunmn 60KOBbIX Keny-
[O4YKoB Mo3ra. PebeHKy aABaxabl (B Bo3pacte 1 n 3 mec)
BbIMO/IHEHA MarHUMTHO-pe30HaHCcHas Tomorpadus mosra:
06HapY)XeHbl 04aroBble N3MEHEHNS B NEPUBEHTPUKYNSAPHOM
6enom BelecTBe NOOHbIX U TEMEHHbIX A0MIEN, HaPYXKHbIX
f4pax TanamMycoB W 3aAHEro KojeHa BHYTPEHHWX Kancyf,
CHUXXEHWE BbICOTbI MO30JNCTOro Tena, AunaTtauus 3agHux
poroB OGOKOBbIX XeNyaqo4YKOB Cnabon CTeneHu, ymepeHHoe
paclwunpeHne cybapaxHomaanbHOro nNpocTpaHcTBa. Bece atn
CTPYKTYPHbIE M3MEHEHUS pPacLEeHWBaNUCb KaK CnefacTeue
TMMNOKCHUYECKU-ULLEMMYECKOrO NOPaXKEHNs Mo3ra.

dusnonornyeckne oTnpaBiieHns 3a BeCb nepuoa
HabntogeHUs He O6blin HapyleHbl, COCTOSIHUE MUTaHUS
M dGU3NYECKOro pasBUTUS Ha ¢dOHEe KOMMJEKCHOW Tepa-
nMM U UHOMBUAYANU3MPOBAHHOM HYTPUTUBHOM MOALAEPHKKM
XapaKTepM30BaNoCh OTCTaBaHWEM THXKENOW CTENEHU: B BO3-
pacte 4,5 mec macca Tena — 5,052 r (Z-score = —2,27 SD),
onMHa — 56 cMm (Z-score = —3,13 SD), OKpPYKHOCTb rono-
Bbl — 39 cM (Z-score = —1,5 SD) (ANTHRO).

TaecTb CoCTOsSHUA pebeHKa CBA3blBanM B MNepBYyO
oyepedb C reHeTM4yecKnum 3aboneBaHueMm, BO BTOpyD —
C 3aTsXKHbIM TEYEHUEM BPOXKAEHHOM MHEBMOHMU Ha PoHe
BTOPUYHOIO MMMYHOAEDULMTHOrO COCTOSIHUS Y HE3PENoro
pebeHKa. [locneagHee NoATBEPXKAEHO pe3ynbTaTaMu MUcche-
[OBaHWSA KNETOYHOro MMMyHMUTETA B BO3pacTe pebeHKa
3 mec — cy6bnonynauusa T-xennepos CD3*CD4+*CD8-CD45+
coctaBuna 37% (Hopma 46-61%).

3aTtsKHoe TeyeHne NMHEBMOHWMKU ¢ GOPMMPOBAHMEM Ha
ee poHe BPOHXONEr0OYHOM AMCNNAa3MK NOATBEPKAEHO AaH-
HbIMW AMHAMMWYECKOrO PEHTIEHONOMMYECKOro KOHTPONSA: Ha
NPOTAXKEHUN 3—4-r0 MEC KMU3HU COXPaHAIUCL MONUCETMEH-
TapHble YNJOTHEHWA B NIErKUX (MPEUMYLECTBEHHO cnpa-
Ba) B COYETAaHUU C MHEBMOODUOPO3HBIMU MU3MEHEHUAMMU.
YauTblBas 370, a TaKKe BblAENeHWE U3 Pas3nyHbIX JIOKYCOB
YCNOBHO-NATOrEHHbIX MWKpoopraHnamos (Staphylococcus
aureus, Pseudomonas aeruginosa), NpoaoSiXaiu aHTu-
6aKTepuanbHytlo Tepanuio (BaHKOMUUMH 30 Mr/Kr/cyr,
MeporieHem 90 Mr/Kr/cyt, cynbbaktam + uedonepasoH
150 wmr/Kr/cyT). MNpu3HakoB MHOEKLMOHHOIMO TOKCMKO3a,
BOCMaAUTE/NbHbIX M3MEHEHWI B remorpamme M nosblle-

HWUS MapKepoB BocMnaneHus (KoHUeHTpaunn C-peaKTMBHOro
6enKa, NnpoKanbUMTOHMHA) 3a Nnepuo HabnaeHnsa He oTMe-
yeHo. PebeHoK npogosmkan nosyyatb NMPOTUBOCYAOPOIKHYIO
Tepanuio (neseTupaLeTam), NPOBOAUIN MEAUKAMEHTO3HYIO
(6eH30aT HaTpus, L-KapHUTUH) U AMETUYECKYID KOPPEKLMIO
(rMnonpoTenHoBas guMeta — COYETaHUE CLIEKEHHOro maTe-
PUHCKOrO MOJIOKa M 6e36enKoBOM CMeCcH, CyTovyHas OoTa-
umMs 6enka coctasnana 1,5 r/Kr) runepaMMOHUEMWUN MNOA
KOHTPONIEM KOHLEHTPaLMN aMMOHUS B KPOBW, KOTOpas ocTa-
Banacb YyMEPEHHO MOBbIWEHHOW (B BO3pacTe 3 Mec CocTaB-
nana 146 mkr/an, unm 86 MKMOb /1, HOpMa Ansa 3Toro BO3-
pacta 50-80 MKMonb/n).

Mpoagonxancs gnarHocTMYECKMi nouck. lNpu nposene-
HWWM NOBTOPHbIX 3XOKapauorpaduin ycTaHOBAEHO, YTO UMEB-
LMK MECTO B BO3pacTe A0 2 MEeC XMW3HU cybaopTasibHbln
nedEeKT MEXKeNnyqo4KoBOW Neperopoakun (MepBruyHO 4 MM)
K BO3pacTy 3 Mec NpaKTM4YecKM He onpegensancs; anarHos
BPOXAEHHOIO NMOPOKa cepaLia UCKIIOYEH.

YuuTbiBas coxpaHstoweecs yrHeteHne LIHC, HecmoTps
Ha CHUXXEHWE KOHLEeHTpauuu aMMOHWS B KPOBW, C LENbio
UCKIOYEHNS HEKETOTUYECKOM TMNEPrIMLMHEMUN B BO3pac-
Te 2 mec 20 cyT npoBeaeHo OQHOBPEMEHHOE onpeaeneHne
KOHLUEHTpauuu rmuumHa B nnasme (111 MKMonb/n; HopMa
125-450 MKmonb/n) U B nukeope (23,4 MKM/n; Hopma
< 20 MKMOAb/N) C pacyeToM COOTHOLLIEHUS KOHLEHTpa-
UMA TMMUMHA NIMKBOPa K mMuuMHy nnasmbl (0,211; Hopma
=< 0,02 [7]). B cBS131 C NOBbILEHNEM KOHLIEHTPALUU MKULMHA
B JIMKBOPE, YBENNYEHNEM COOTHOLUEHMS MULMHA JIMKBOPA
K MUUMHY naas3Mmbl, HalnMYyMeM XapaKTepHbIX GpeHoTunuye-
CKMX 0COBGEHHOCTEN (AMCTaNbHas KOHTpPaKTypa CyCTaBoOB,
HW3KOPACMO/IOXKEHHbIE YLIN), a TaKKe nceBaobynb6apHOro
cuHApOMa npoBoanan anddepeHumanbHylo AWarHOCTUKY
¢ GLYT1-3Huedanonatven, acCoUMMPOBAHHOM C MaToreH-
HbIMW BapuaHTaMu reHa SLC6A9 (OMIM #617301) v Heke-
TOTUYECKOW runepranumHemmen (reHbl GLDC, ATM, GCSH)
(OMIM #605899, #620398, #620423).

[MpoBeaeHO MONHO3K30MHOE ceKkBeHupoBaHue [JHK
pebeHKa (aHanu3 B34T B Bo3pacTe 3 Mec, pe3y/bTaTbl Nosy-
YyeHbl B Bo3pacTe 4 Mec). lNaToreHHblXx U BEPOSTHO-NaTo-
FeHHbIX BapuMaHTOB FeHOB, aCCOLMMPOBAHHbLIX C Pa3BUTUEM
rMULMHOBOW 3HUedanonaTuu, He BbISBIEHO; MPU NOBTOPHOM
nccneaoBaHMmM KOHLEHTpaLUmMK MuLmMHa B Nna3Me B BO3pac-
Te 4 mec 20 cyT 06HapyKEHO ero 3aMEeTHOE CHUMXKEHUe —
0o 15,3 MKmMonb/n (Hopma 125-450), 4Tto, BEPOSATHO, 6bI10
06ycnoBneHoO HM3KO6EeNKoBOKW aneton. Bmecte ¢ Tem, o6Ha-
pyxeH BapuaHT reHa MAGEL2 (rs770374710) B retepo-
3UrOTHOM COCTOSIHUM B 3K30HE 1 (€AMHCTBEHHOM), NMPUBO-
OAWNMIA K CABUIY PaMKWM CYUTbIBAHUS U NPEXAEBPEMEHHOM
TepMUHaUMKM TpaHcnauum 6enka (p.GIn63ProfsTer47).
JTOT BapuaHT HEOAHOKpPaTHO onMucaH B nuUTepaType Kak
p.GIn666fs (NM_019066.5) B reTepo3nUroTHOM COCTOSIHUM
y naumeHToB ¢ CLUA. MNMpoBeaeHa BanMaaLuns BbISBIEHHOIO
BapvaHTa MeTOAOM NPSIMOro CEKBEHMpOBaHMA No CeHrepy.
Y pebeHKa BapuaHT rs7 70374710 noareBepanncs. Y poaute-
Nle — He BbISIB/IEH, TO eCTb 3ab0/ieBaHne pebeHKa CBA3aHO
C MyTauuewn de novo.

Ha ocHoBaHWK pe3ynbTaToB Pa3BEPHYTOrO reHETUYECKO-
ro aHaaM3a B COYETaHMU C BblWEONUCAaHHOW KIIMHUYECKOM
KapTUHOW B 4-mecsa4HOM Bo3pacTe pebeHKa 6bl/l yCTaHOB-
JIEH cneayoLmn KNMHUYECKMI amarHo3: «OcHoBHoe 3aboJie-
BaHune: CuHapom Waada — Axra. ConyrerByroLme 3abosieBa-
Hus: BTopnyHas runepaMmoHnemums. NMHEBMOHMUS, 3aTaKHOe
TeyeHne, peKoHBanecueHT. MMMyHOOEeDUUNT HEYTOYHEH-
HbIM. BpoHxoneroyHas Aucnnasus, Knaccuyeckasa dopma,
Nlerkoe TedvyeHue. Hocutenb TpaxeocTOMbl. [MMOKCUYECKHU-
niwemmyeckoe nopaxeHue LIHC. AHemMusa cMmellaHHoro reHe-
3a. HegoHoweHHocTb 34 Hepg 6 cyT.



Ha ¢oHe KOMMNEKCHOM Tepanuu CoCTosIHWE pebeHKa cTa-
61MAn3MpoBanocb, MHEBMOHUS paspelmnnacb. CoxpaHancs
rpyéblt HEBPOJSIOTMYECKUIM AedULMT, B TOM YUC/ie NCeBAO-
6ynbbapHble HapyweHus. PebGeHKy Obl1 MPUCBOEH Maniu-
aTMBHbIM cTaTyc, U B Bo3pacte 4,5 mec oH O6bl1 nepese-
[eH B nannuvatuBHoe otaeneHne MAIMKB ang npooonKeHus
NOCUHAPOMHOM Tepanuu.

MporHos

lMporHo3 no ocHOBHOMY 3abofieBaHWio Hebnaronpu-
ATHbIA B CBA3M C TAXKECTbIO COCTOAHUA NaLMEHTa U Heob-
XOAMMOCTbIO NanaMatuBHoro yxofda. OCHOBHbIMM MPUYHK-
HaMu HebnaronpuATHOrO MNPOrHo3a ABASAIOTCA TAXesNble
pecnupaTopHble HapylweHus Ha GoHe rnceBaobynb6apHoOro
CUHApPOMa W rpybbii HeBponormyeckun aedunumt. OagHaKko
KOMMIEKCHbIN MEeXAWCUMNIMHAPHbIA NoAXo4, BKtoYas
pecnupaTopHyt0 MNOAAEPIKKY, WHAWBUAYANU3UPOBAHHYIO
HYTPUTUBHYIO KOPPEKLMUIO U CUMNTOMATUYECKYIO Tepanuio,
MOXET MOBbICUTb KayeCTBO XM3HW MNauuMeHTa U CHU3UTb
PUCK OCNOXXHEHUW (pPeumanBUpPYIOLLMA acnupaLMOHHbIN
CUHAPOM, CyLOPOrn).

BpemeHHas wkKana

XpoHonornsa passuTus 60/1€3HM NaLmneHTa ¢ CUHAPOMOM
Laada — AHra, ee KtoYeBble COObLITUS U MPOrHO3 NpeacTas-
NeHbl Ha puc. 3.

OBCYXAEHMUE
ClWUA npeanctaBnser cobor HeaaBHO OGHapy*KeHHoe
3aboieBaHNEe HEPBHOW CUCTEMbI, GEHOTUMUYECKUIN CNEKTP

KOToporo Bce ele ytoyHseTtca. OgHOM U3 caMbix pacnpo-
CTpaHeHHbIX MOCTHaTaNbHbIX 0cob6eHHocTen CLUA aBnser-
CSl MblleYyHas TMNOTOHUSA, KOTopas MPUCYTCTBYET MOYTU
Yy BCEX HOBOPOXAEHHbIX C 3TUM CUHAPOMOM U B HEKOTOPbIX
criydyasix MoxeT 6biTb Tsenon [2, 3, 11]. lNpeHaTanbHO
MbllleYHasd TUMNOTOHUSA CMOCOGHa MPOABAATLCA CHUMEHMU-
€M [ABuraTefibHOM aKTUBHOCTM BHYTPUYTPOOHOro pebeHKa
[3, 6], B HeoHaTanbHOM nepuofe — TPYAHOCTAMU KOopmJie-
HUS M pecnupaTopHbIM AUcTpecc-cuHapomom [4, 11, 12].
J. McCarthy un coaBt. (2018) yctaHOBW/IM, H4TO MOJSIOBUHE
HOBOpPOXAEHHbIX ¢ CLUA Tpebytotcss MHTYGauus 1M mexa-
HUYEeCKass BEHTUNALMUS NErknx B MNepBble 2 MEeC XWU3HM,
a 18% HyxpatoTca B Tpaxeoctomuu [1]. Y 3 U3 4 nauneHToB
AMarHOCTUPYIOT LIeHTPasibHoe U/WUin OGCTPYKTUBHOE arnHo3
CHa, Yy 2/3 — HecCTabunbHOCTb TepMoperynsuun (BbiCo-
KYI0 4yBCTBUTENbHOCTb K XONI04Y, YpE3MEPHOE NOTOOTAENE-
HWE) KaK NposiBNeHWe runoTasamMuyeckoro cuHapoma [1].
BONbWHWHCTBO HOBOPOXAEHHbIX TPeboBanu creunanbHbIx
METOAOB KOPMJIEHUA (HampuMep, UCNOJIb30BaHUA CreLuum-
aJlbHOMN COCKM WM KOPMJIEHUA Yepe3 Has3oractpasibHbli
30H[) B TeyeHue nepBbiX MecsaueB Xu3Hu [13, 14]. XoTs
npo6nembl C KOPMIEHUEM paspeLlaoTcs NPUMEPHO y Noo-
BWHbI €TeN B Te4eHUe NepPBOro roga Xu3Hu, B OCTalibHbIX
cnyqasx HefocTaTo4YHOEe rnepopasibHoe noTpebsieHne nuLLm
TpebyeT yCTaHOBKM ractpoctomsbl [3, 15, 16]. Mnepdarus
1 OXupeHue, Yacto Habnogaemble npu CrB, Takxe onuca-
Hbl npu CLUA, HO pexxe 1 ¢ 6osee NO34HUM febioToM [17].

Y peten ¢ CWUA otmedalotcs 3apeprka GU3MYeECKO-
ro pa3BUTUA U YMCTBEHHas OTCTaloCTb, YPOBEHb THAXECTU
KoTopblx BapbupyeT [17]. MpumepHo y 50-60% naumeH-

Puc. 3. XpoHonorus pa3suTusi 601e3HU, KIIOYEBbIE COOLITUSA U MPOrHO3 ANsi NauueHTa ¢ cuHapoMom Laada — fHra
Fig. 3. Disease course, key events, prognosis for the patient with Schaaf — Yang syndrome

AHTeHaTanbHOe O6HapyXKeHue

KaMNTOoAaKTUANW NPaBOMN KUCTH.
PoxkaeHune pebeHKa Ha cpoke
rectauunn 34 Hep 6 CyT B TAXENOM
COCTOSIHUM, C MHOXECTBEHHbIMMU
cTUrmamu an3smbpuoreHesa,
KPUNTOPXM3MOM, OTEKaMm
BEPXHUX U HUMKHUX KOHEYHOCTEN.
Macca tena — 2890,
anvHa — 46 cm

CoxpaHsoWMNCs CyA0POXKHbIV
CUHAPOM, NceBaobynbbapHbie
HapyweHus, OH. Mepesoa
B MAIKbE. BuisiBnexHune
runepaMMOHUEMUM, @ TaKKe
CMMMTOMbI FMNoOTanamMmm4ecKom
OUCOYHKLMU (TMnepTepmus,
TUMNOMIMKEMMUS, TMMOTOHAAN3M)

Macca — 3914 r, pnvHa — 53 cm

[JNarHoCTMYECKMIM MOUCK:
onpeaeneHne BbICOKOro
YPOBHS MULUMHA B IMKBOPE
npv HOpManbHOM ero
3Ha4YeHUn B nnasme,
YBENUYEHWNE COOTHOLEHUS
rvunH CMX / rmnumH
nnasmbl. IcKto4eHne

IMULUMHOBBIX 3HUEedanonaTum

MporHos
He6naronpuUsATHLIN.
[pyb6as 3apeprkKka
NCUXOMOTOPHOIO
pas3BuTUS.
MNceBao6ynbGapHbIv
CUHAPOM

Mepesoa B OPUT TL, B cBA3M
C BPOXAEHHON NMHEBMOHUEN,
HapacTtatowen JH,
[OBC-cnHapomom,
CYIOPOXKHbIM CUHAPOMOM

MpoaomkeHne Tepanuu NHEBMOHUK, HEBPOIOMMYECKMX
HapyLIeHWN, rMnepaMMOHUEMUN. YCTaHOBKa TPaxeoCToMbl,
nepeBoj Ha CamMoCTOATENbHOE AblXxaHWe. MOHUTOPUHT
BUTa/bHbIX MOKasaTenen: anu3oabl runeptepmmmn 6e3
npu3HaKkoB MHdEKLMOHHOro npouecca, AZl, YCC B npegenax
BO3PaCTHbIX HOPM, OTMEYaNUCh 3NU30/bl AecaTypaLu
no 70% npw otcyTcTBMM foTaummn O, Yepes
TPaxeocTOMUYECKYto TPyOKy. Macca — 4640 r, anvHa — 55 ¢m

BbisiBNeHWe MyTalmu B reHe
MAGEL2 no pesynbtatam

MOJIHOOK30MHOI0 CEKBEHNPOBaHUA,
yCTaHOBJ/IEHWE 3aK/NO4YUTENIbHOIoO
OCHOBHOIO KJIMHNYEeCKOro AnarHosa:

«CuHapom Laada — AHrar.
Macca Tena — 5052,
anvHa — 56 cM

lMpumeyvanme. AH — pbixatenbHas HegocTaTtodHoCTh; MAMKB — Mopo3oBcKas AeTcKasa ropofcKas KiMHu4ecKkas 601bHULa;
CM} — cnvHHOMO3roBas XuaKkocTb; OPUT ML, — oTaeneHve peaHMMaLnm U MHTEHCMBHOW Tepanuu NepuHaTaabHOro LLeHTpa;
[OBC-cMHAPOM — CUHAPOM AMCCEMMHUPOBAHHOIO BHYTPUCOCYAUCTOrO CBEpThIBaHUS; ALl — apTepuanbHoe gaBnexue; YCC — yactoTa

cepAeyHbIX COKpaLleHum.

Note. RF (OAH) — respiratory failure; MCCH (MAI'KB) — Morozovskaya Children’s City Hospital; CSF (CMX) — cerebrospinal fluid;
ICU PC (OPUT L) — intensive care unit of the perinatal center; DIC (ABC-cuHgpom) — disseminated intravascular coagulation;
ABP (Al) — arterial blood pressure; HR (HCC) — heart rate.
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g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

TOB OnpeaensieTcs HU3KUM PoCT (HWKe 3-ro nepueHTuns),
YTO MOXET ObITb C/IEACTBUEM TUMNOTaNIaMUYECKON AUCPYHK-
umm [1]. Y Bcex naumeHtoB ¢ CLUSA 3apeprkka pasBuTUs
NPUBOANUT K MHTENNIEKTYaNlbHOM HEAOCTAaTOYHOCTH, CTEMEHb
KOTOPOW 3aBWUCUT OT BapuaHTta reHa MAGEL2 [2]. CpeaHue
CPOKM MOTOPHOrO Pa3BUTUSA 3HAYUTENbHO OTCTalOT: AETU
HayuHaloT cnaetb B 18 mec, xoauTb B 50 mec, a roBopuTb
nepsble cnoBa — B 36 Mec [1]. YacToTa paccTponcTB ayTu-
CTMYECKOro cneKktpa cpean nauuneHtos ¢ CLUSA BTpoe Bbille,
4yeM y 60nbHbIX CMB (75% npotus 27%) [17].

[MNoroHagn3m MOMXeT MPOSABASATLCSA YXKe Mpu poxae-
HUU ¥ NpeacTaBaseT cobon OfHY M3 MepBbix GUIUYECKH
onpeaensieMblx 0CO6EHHOCTEN Yy NaLMEHTOB cpasy nocne
POXAEHUS, TaKXe CBA3aHHYI0 C rurnotaiamMuMyeckon auc-
byHKumen [1, 17].

Y 60MblUMHCTBA MaLMEHTOB HabAOAAIOTCH CKeNneTHble
HapylweHUs — KOHTPaKTYpbl CyCTaBOB, CKOJIMO3 U CHUXKEHWE
MUHEpanM3auMmM KOCTHOM TKaHW, MPU 3TOM KOHTPaKTypbl
CyCTaBOB MOryT OblTb BbISiIB/IeHbl AaXke Ha npeHaTtaibHOW
ctaguun [3]. [AucTanbHble KOHTPAKTYypbl CyCTaBOB BEPXHMX
KOHEYHOCTEN UMetoTCs Y BOMbLIMHCTBA NOPaXKEHHbIX, U CTe-
NeHb UX BblPaXKEHHOCTW BapbMpyeT OT U30JIMPOBAHHbIX KOH-
TPaKTyp MexdanaHroBblX CyCTaBOB A0 TxesblX GOPM MHO-
YECTBEHHbIX apTporpunosos [2, 18, 19].

B HacTosiwee Bpemsi 3pPEeKTUBHOM Tepanuu peTen
¢ ClUA He paspaboTaHo. [MocMHAPOMHOE NeYeHne BKIOYa-
eT B cebsa foroneauMyeckyto Koppekuuio, dusuoTepanuio,
MeANKaMEHTO3HOE NevYeHre NoPaKEeHNN KenyaoYHO-KMULley-
HOro TpaKTa, XMPYPrUYECKytd KOPPEKLMIO OpTOMNeanYECKMX
HapyweHWn M UCNoNb30BaHWe annapaToB A8 Mnoadeprka-
HUA ObIxaTeNbHOW QYHKUMK. Kpome Toro, peKOMOUHAHTHbIN
4YenoBeYeCKU TOPMOH pocTa Croco6CTBYET 3HaAYUTENIbHON
npubaBKe B POCTE, a TAKKe MOBbILEHUIO MbILEYHON CUMbI
M Pa3BUTUIO KOTHUTUBHbIX HaBbIKOB y NaumeHToB ¢ CLUA, 4yTto
[Jenaet 3TOT NpenapaT nNpeameToM AajbHENWEro U3yyYeHus
B KIMHWMYECKMX UcnblTaHmax [20].

Y npefcTtaBfeHHOro HamMu MauueHTa C reHeTUYecKu
BepudumumnpoBaHHbiM CLUA Hapsgy ¢ KIMHUYECKUMU CUM-
NTOMaMM, OMUCaAHHbIMWU NMPU 3TOM CUHAPOME, UMENN MECTO
N HETUMWUYHbIE NPOSBAEHUA 6ONEe3HN: B HEBPONOTMYECKOM
cTatyce MbllleYyHas TUMNOTOHUSA YXKe B KOHUe 1-ro mec
YU3HW CMeHunacb Ha runepToHyc pasrubatenen (c dop-
MWPOBaHMEM TYronoABMXHOCTM B CycTaBax), oTmeyasics
CYLOPOXHbIA CUHAPOM.

K TMNW4YHBbIM HeBponoruyeckum npossraeHuam CLUA
Yy MajbiMKa MOMXHO OTHECTM MbIWEYHY0 T[MNOTOHUIO
B HeoHaTa/bHOM Mnepuoae, PecnupaTopHble HapyleHus
C HEeO6XOAMMOCTbIO TPaxeoCTOMUW, TMMOroHaaM3M, Tpya-
HOCTM MNpW KopMaeHuu (nceBaobynbbapHbIi CUHAPOM),
nueBble AM3MOPdU3Mbl, KOHTPaAKTYPbl AUCTaNbHbIX CycTa-
BOB, alMHO3 M HECTabWIbHYIO TemMnepaTtypy Tena, rMy6oKyto
3a4epPKKY NCMXOMOTOPHOIO Pa3BUTUSA, KOTOPbIE Yy HaLlero
nauneHTa coBnagatloT ¢ GEHOTUNOM paHee OMUCaHHbIX
60MbHbIX [1-3].

Heob6bl4HbIM U paHee He onucaHHbIM Npu CLUA cocTos-
HMEM SABNSETCS BbiBIEHHAs y pebeHKa Ha 2-M MEC XKMU3HHM
runepaMmMoOHMEMUS HESICHOTO reHe3a. [poBeaeHHble ucene-
[0BaHWs MO3BOMMAN UCKIOYUTb CBSA3b HEBPOSIOrMYECKUX
HapyweHWn ¢ HacNeaCTBEHHbIMU 601e3HAMK OOMEHa, B TOM
yucne € HapylweHuaMu obMmeHa MuMuUMHa. YCTaHoBEHUE
[MarHo3a OKa3anoCb BO3MOMXHbIM TOJIbKO Gnarofaps BbINos-
HEHWMIO MOMHO3K3OMHOIo0 CeKBeHWpoBaHusa no CeHrepy.
BbisBneHne y npo6aHAa naTOreHHoro BapuaHTa reHa
MAGEL2 aBMnoCcb OCHOBaHWEM ANS HaMpaBleHUs Ha nos-
HO9K30MHOE CEKBEHWPOBaHME (GEHOTUMUYECKM 340POBbLIX

cuMbCcoB M poauTenen nauueHta. HM y ogHOro u3 4neHoB
ceMbM nNpobaHja HOCUTENbCTBA NaTONOMMYECKOro annens He
BbIIBEHO. TakMM 06pa3oM, MOXKHO KOHCTaTMpOBaTb Hasu-
yne y pebeHKa Mytauum reHa MAGEL2 de novo.

3AK/TIIOYEHUE

ClUA xapakTepusyeTcsa 3HauYuMTENbHbIM MNOAMMOPOU3-
MOM K/MHUYECKUX MNPOSBAEHMN, Hanbonee TUMUYHLIMU
M3 KOTOPbIX ABAAIOTCA CKENEeTHble aHOManuu, HapyleHus
GYHKLUMM HEPBHOM CUCTEMbI M rMNOroHaanam. B ocHo-
Be naToreHesa CUMHAPOMa nexaT HapylleHWe TpaHcrnopTa
W paspyleHne 6enKoB, OTBETCTBEHHbIX 3a QYHKLUMOHUPO-
BaHWe HEPBHOM CUCTEMbI U KOCTHOM TKaHW. BapnaTMBHOCTb
KNMHUYECKUX MPOSBAEHUN GONEe3HU 3aTpyaHaeT AuarHo-
CTUYECKMM MOUCK, NO3ITOMY Hanboiee HaaeXHbIM METOA0M
[MarHOCTUKM OCTaeTcs MONHO3K30MHOE/MOMHOrEHOMHOEe
cekBeHupoaHue JHK. Mpu CLUA nporHo3 gnsg 60nblWKH-
CTBa MaLMEHTOB Heb6naronpuaTHbIM, TaK Kak naToreHe-
TUYECKoe neyvyeHue, BKIOYas MCNonb30BaHWe ropMoHa
pocTa, HaxoguTCca B CTaAMW M3YYeHWUs, a noafepuBato-
Wwasa cumntomaTnyeckas Tepanus He obecnevyvmBaeT Mof-
HOLLEHHOr0 MNCUXOMOTOPHOro pa3BuTUdA. BaxkHon 3ajpa-
yer ABNAETCS MEOMKO-TEHETUYECKOE KOHCY/bTUPOBaHME
CeEMbW NauueHTa Ans OLEHKM PUCKOB NpPU MiaHWMpPOBaHUK
LeTopoxaeHus. B npeactaBneHHOM HamMW KIMHUYECKOM
HabngeHnn xapaktepHbole ana CLUA cumnTtombl coyeta-
JINCb C HETUMUYHBIMW A1 3TOr0 3ab60/1eBaHUA HapyLWeHNs -
MU MeTabonnama (runepaMmMoHUEMUEN), a TaKKe C nepu-
HaTanbHbIMW GONE3HAMM, YTO 3HAYUTENbHO 3aTPYAHMUIO
yCTaHOBJ/IEHWE 3TUOSIOMMYECKOro AMarHo3a.

WHOOPMUPOBAHHOE COITIACUE

OT 3aKOHHOro npeacTaBuUTENSA NaLMeHTa NOAy4eHOo noa-
nucaHHoe MHbOpPMUPOBaHHOE AOOGPOBOBLHOE cornacue Ha
MCMNONb30BaHWe MEAWMLMHCKUX [aHHbIX B Hay4HbIX LIENsX,
a TaKXKe Ha nyénuKaumio ero u3o06parkeHni B MeAULIMHCKOM
ypHane, BKIoYas ero 3/1eKTPOHHY BEPCUIO (aaTa nonyye-
HUs cornacus: 29.07.2025).
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written voluntary consent on the publication of
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Bnagumup Kupunnosud TaTouyeHKoO
(23.03.1931-17.10.2025)

C rny6oK1M npucKopou-
eM coobliaem, 4To 17 OK-
T96ps 2025 1. Ha 95-m roay
KM3HM CKOHYancs Bblgato-
LMMCA OTEYECTBEHHbIN ne-
OMaTp U y4eHblr, 6aecTawmn
KIIMHULKUCT, 3acCiyXeHHbIN
nedatenb Hayku PO, akc-
nept BcemupHOM opraHu-
3auMn  34paBOOXPaHEHUS,
[IOKTOP MEOMLMHCKUX Hayk,
npodeccop Bnagumup

Kupunnosuy TatoyeHkKo.

Mocne oKoH4YaHUs ¢ oTanynmem Brtoporo MOCKOBCKOro
MeAMLMHCKOro MHCTUTYTa B 1954 1. OH 6bl/1 3a4MCIEH B KIK-
HUYeCKylo opauHatypy MHctutyta negnatpum AMH CCCPR
B ero creHax npowen nytb AnuHoto B 70 neT: ¢ 1961 .
ABNSANCA CTAPLWMM HayYHbIM COTPYAHWMKOM My/1bMOHONOMM-
yeckoro otagenexus, ¢ 1976 r. Bo3rnasnsan MHOEKLMOHHOE,
¢ 1999 no 2007 r. — anarHocTu4yecKoe otaeneHue, ¢ 2007 r.
3aHWMan JOMKHOCTb MaBHOIM0 Hay4YHOro COTPyAHWKa oTae-
NIEHNS NYSIbMOHOMIOTMK W annepronornu.

B 1959 r. B.K. TaTo4eHKO 3alMTUN KaHOAMAATCKYLO
auccepraumio Ha TeMy «bpoHxonero4yHbole nopaxeHus npu
nepBu4yHoMm TybepKynese y geten», B 1968 r. — OoKTOp-
CKyl0 auccepTauuio «340pOBbe [ETCKOro HaceneHus
“ Npo6aembl 3apaBooxpaHeHns NHanun». B cBoem Hay4yHOM
TBOPYECTBE OH NpPeACcTaBU/l HOBYIO TPAKTOBKY NEPBUYHOIO
TyGepKynesa, XpOHUYECKNX Hecneumdpuyeckmx 3abonesa-
HUM Nerkux, uay4mn cTpyktypy OPWU, aTMONOrunio U KIUHUKY
NMHEBMOHWN U BPOHXUTOB, CO34aN HOBYIO KnaccuduKaumo
3TMX 3aboneBaHUi 1 pazpaboTan pauoHaibHbIE CXeMbl UX
Tepanun. O60CHOBaHHbIE UM COKpalleHWe Ynucna nNpoTuBo-
NMoKa3aHW U COBMELLEHWE NPUBUBOK Aan BO3MOXKHOCTb
3aMETHO MOBLICUTb OXBaT AETCKOr0 HaceflleHWs BaKLMHa-
LuMen, 0OCTaHOBUTb aNUAEMUIO AUPTEPUM U TUKBUOANPOBATb

nonMomuenunt. 3a nobegy Haj NOSIMOMMENTUTOM B HalleW
cTpaHe Bnagumup Knpunnosuy 6bin HarpaxkgeH UMeHHOM
Meganbto BO3.

C 1962 no 1965 r. Bnagnmunp KnpunnoBud TakKe
pa6oTan B KayecTBe MEeAMLMHCKOrO COBETHMKa oTaene-
Hua UNICEF B KOro-BocTtouyHon Asumn. C 1968 no 1986 T.
OH COBMeLllan KIMHUYECKYID paboTy C PyKOBOLCTBOM OTAe-
JIOM MeXayHapoaHoro 3apasooxpaHeHns HUWU coumnanbHon
rurnerHbl M. H.A. Cemawko. C 1967 no 1997 r. npuHsan
yyactue 6onee 4yem B 50 3acegaHnsax KOMUMTETOB 3KCNepToB
M HayyHbix rpynn BO3, MHOroKpaTHO Bble3)an B CTpaHbl
EBponbl 1 A3un Ona nomolluM B pa3paboTKe nporpamMm no
MMMYHM3aLMKN U OXpaHe MaTeEPUHCTBA W AeTcTBa. B TeueHne
28 neT pefaKktMpoBan pycckoe usgaHue bionneterHs BO3.
C 1993 no 2004 r. aBnsincs YneHom Komuteta COBETHUKOB
EBponenckoro 6topo BO3 no PacwwupeHHOW nporpamme
UMMYHU3aLMN.

B.K. TatoueHKo aBTOp 60nee 300 Hay4yHbIX TpyaoB. Ero
cnpaBoYHUKM «[leguaTtpy Ha Kaabln AeHb», <AHTUMUKPOOGHas
XMMHUOTepanua B negnatpuu», «fpaktmyeckas MnynbMOHO-
NorMa AEeTCKOro Bo3pacTar, K/IMHUYECKME peKOoMeHAauuu
«JInxopago4yHble CUHAPOMbI Yy AETEM» OCTAHyTCA Ha Aofrue
rofbl HaCTOSIbHbIMWU KHWFAMKW POCCUWMCKMX neanatpoB. og
€ro pyKoBOACTBOM MOArOTOB/EHbI 16 JOKTOPOB M 72 KaHAK-
[aTa MeaAWLMHCKUX HayK.

B.K. TaTo4yeHKO Bcerga omimMyanu JobpoTta, CKPOMHOCTb,
UCKPEHHEE KenaHne NoMoYyb Ntogsm. Ero uaHeHHbIn nyTb
ABNSETCA AOCTOMHbLIM MpMMepom A06POCOBECTHOrO Tpyaa,
camooTaayu, nobBu K n3bpaHHOMyY aeny. Ero Bbicovaniumm
npodeccMoHanmMam, LeneycTpemMIeHHOCTb, MyAPOCTb CHU-
CKanu rnyboKoe yBaXeHWe U 3aciyKeHHoe Npu3HaHue Kon-
ner u y4EHUKOB.

CseTtnas namsatb 0 Bnagumupe Kupunnosuye TatoyeHKo
HaBcerga octTaHeTcs B Halmx cepauax!

Cow3s negunatpoB Poccun





