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C.B. MaHblweB?!, K.b. MaHbiweBa2

1 HauuoHanbHbIM UCCNefoBaTeIbCKUI YHUBEPCUTET «BbicLlas LWKoNa 9KOHOMUKW», MOCKBa,
Poccuiickaa deaepaunsg
2 larecTaHCKWI rocyaapcTBeHHbIN MEAULIMHCKUI YyHHBepcuTeT, Maxaykana, Poccuitickas degepauus

NMpodeccop lNetp laBbifoB U Kadbeapa
AEeTCKUX 6os1e3Heun [larectaHCKOro
MeAULUMHCKOro UHCTUTYTa B rojbil
Benukon OteyecTBEHHOU BOUHDI

KoHTaKTHas unpopmauus:

MaHsiwes Cepreit bop1coBuY, KaHAUAAT UCTOPUYECKNX HAYK, HaY4HbIN COTPYAHWUK MIHCTUTYTa pernoHanbHbIX MCTOPUYECKUX UCCNIEA0BaHUI
PaKynsTeTa ryMaHUTapHbix HayK HallMoHanbHOro UCCneaoBaTebCKOro YHUBEPCHUTETa «BbiCILas LWKONa 3KOHOMUKMU»

Appec: 109028, MockBa, MokpoBckui 6ynbBap, 4. 11, Ten.: +7 (495) 771-32-32, e-mail: msergey1990@gmail.com

Cratbsl noctynuna: 26.11.2025, npuHsaTta K neyatu: 02.02.2026

B crathe npeactaBieHbl pe3ysnbTaTbl UCCAE[0BaHUS, OTpaKalolme UCTOpUI0 Kadeapbl U KIUMHUKW [ETCKMX 60/e3Hek
/JlarectaHCcKoOro MeauLMHCKOro MHCTUTyTa BO BpeMsi Benunkoin OtevyecTBeHHONM BOMHbI 1941-1945 rr. Ha ocHoBe BriepBble
BBOAMMBIX B Hay4HbIi 060POT apXUBHbIX JOKYMEHTOB, [aHHbIX MTepaTypbl U MepruoanM4ecKor neyatu paccmaTpuBaloTcs
JesTenbHoCTb rnpogeccopa-neamatpa [.[. [aBbigoBa B [larectaHe, ero posib B CO34aHUN CUCTEMbI OKa3aHWs MeAMULMH-
cKoi nomouym petam. OTgesibHoe BHUMaHue yaeseHO opraHu3aumnu y4ebHoro npoilecca Ha Kageape AETCKUX 60/e3Hel
[JlarectaHCKOro MeANLIMHCKOro MHCTUTYTa B BOEHHbIH rnepnoj. bosiblioe BHUMaHne aBTopbl yAENAI0T Hay4YHbIM UCC/Ie40BaHM-
AM, KoTopble rposoau I.[. laBbifoB, 0TAe/1bHO OCTaHaBAMBasiCh Ha pe3y/ibTatax 60pbbbl C AU3EHTEPUEN, KOTOPbLIE HaLLIN
oTpa)keHue B ero JOKTOPCKOM auccepTaLmnn, 3alymiieHHon B 1944 r. B ctaTbe TaKXe pacCcMOTpeHa CaHUTapHO-NpPoCBETH-
Te/ibCKas paboTe cpeamn HaceneHus u AesaTeslbHOCTb JarectaHCKoro o6LyecTBa AETCKMX Bpayden.

KnioyeBble c/ioBa: oxpaHa 3/10p0OBbsl A€TEH, neauaTpus, NCTopus MeauLmHbl, Bennkas OtevecTBeHHas BoviHa, [1./4. [aBbigos,
[arectaH, [JarectaHCKUN MeAUUUHCKMIA MHCTUTYT

Ansa untupoBaHmsa: MaubiweB C.b., MaHbiweBa K.b. lNpodeccop [lMeTp [daBblgoB n Kadbeapa OETCKUX 6GOne3Hewn
[JarectaHCKOro MeanuUMHCKOro MHCTUTyTa B rogbl Benvkon OTe4yecTBEHHOM BOWHbI. Borpockl COBpeMeHHONU neauaTpum.
2026;25(1):6-10. doi: https://doi.org/10.15690/vsp.v25i1.3007

[Mpo6nembl OKalaHWs MeAWLMHCKOM MOMOWMU AeTam
B roabl Benunkon OTe4ecTBEHHOM BOMHbI HEOAHOKPATHO CTa-
HOBWM/IUCb MPEAMETOM BHWMaHWS ydeHbix. M3ydyanucb Kak
obume TeHaeHumn [1, 2], Tak 1 opraHu3aums ee B OTaeNb-
HbIX perMoHax cTpaHbl [3, 4], B TOM 4yucne u Ha CeBepHOM
KaBkase [5, 6]. OgHaKo A0 CUX Nop He NpuB/eKana BHUMa-
HUS uccnegoBaTenen AesaTenbHOCTb Kadeapbl M KIMHUKK

OpraHuzaumna B Maxadykane B 1932 . mMeauUMH-
CKOr0 WMHCTUTYTa 3HAYUTENbHO MOBAMANA Ha OKa3aHue
MEAMLMHCKON NMOMOLLM HaceneHUo permoHa, a Takxke Ha
NpoBeAeHWe Hay4YHbIX UCCneaoBaHUi, CBA3aHHbIX B GOMb-
LWMHCTBE CBOEM C HyXAaMW MNPaKTUH4ECKOro 34paBOOX-
paHeHus [7]. Kadeapa aoetckux 6onesHen 6blia co3gaHa
B KoHUe 1935 r. Ee BO3rnaBmi BbINYCKHUK MEAULIMHCKOIo

OeTCKMx 6onesHen [lareCtaHCKOro MeaMLUMHCKOro MHCTUTYTA. dakynbTeta [OHCKOro yHuBepcuteTa leTp AMUTprueBUY

Sergey B. Manyshev?!, Kseniia B. Manysheva2

1 HSE University, Moscow, Russian Federation
2 Dagestan State Medical University, Makhachkala, Russian Federation

Professor Peter Davydov and Department
of Pediatric Diseases of the Dagestan Medical Institute
During the Great Patriotic War

This article presents the results of a study reflecting the history of the Department and Clinic of Pediatric Diseases of the Dagestan
Medical Institute during the Great Patriotic War of 1941-1945. Professor P.D. Davydov work in Dagestan and his role in creating children
healthcare was examined based on archival documents, literature, and periodicals for the first time introduced in scholarly discourse.
Special attention was paid to educational process organization at the Department of Pediatric Diseases at the Dagestan Medical Institute
during the war. The authors devoted considerable attention to scientific research conducted by P.D. Davydov, specifically focusing on the
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[NasbigoB (1854-1970) (puc. 1). OH poaunca B 1894 .
B CTaHuue ApraHoBckon O6nactn Boncka [oHcKoro
(B HacTosllLee BpeMs CTaHuLa ApxaHOBCKas HaxoauTcs Ha
Tepputopun Bonrorpaackon o6nactu). locne OKOH4YaHUSA
By3a B 1924 r. .[. JaBblaoB paboTan 0panHaTOPOM AETCKOM
KNMHUKK B TallKeHTe, 3aBefylolnM AETCKUM OTAeNIeHUEM
B [JOHELKOW ropoAckon 605bHULE, 3aTEM — 3aBeayloWwuMm
[IETCKOM KOoHcynbTauuen B TaraHpore, a B 1934-1936 rT.
BO3rNaBnan Kadbenpy AeTCKUMx 6one3Hen XabapoBCKOro
rocygapcTBEHHOro MeaMLMHCKOro MHCTUTYTa [8, 9.

MNepees3n N.[4. AaBbigoBa B [larectaH 6bl/1 BbiI3BaH HEOO-
XOAMMOCTbIO CO3AaHUsA KIMHUKU U Kadeapbl AeTCKUX 60n1e3-
HeWw, rae NpPosIBUACS €ro TanaHT opraHu3atopa W y4eHoro
Wwmnpokroro npoodwuns. MNMepBbiIMM acCUCTEHTAMU, NMPUHATLIMM
Ha paboty, ctanu ILB. MsacHuk (puc. 2) n 3.4. Wnunbbepr,
KOTOpble He TONIbKO MPOBOAMAN NMPaKTUYECKUE 3aHATUS CO
CTyAEHTaMW, HO U aKTMBHO BKJIOYMAUCL B Hay4yHyt0 pabo-
Ty [10]. UX aKkcneaMuMOHHbIE Bble3dbl B PSd KYMbIKCKUX
W OapruHCKMX Cen MOMOIAW YCTaHOBMTb, YTO pasBUTUE
paxuTa y AeTen He CBSI3aHO C NPUMPOAHO-reorpadpuyecku-
MW ycnoBuaMKU pecnybnmku. Kpome Toro, KiMmaTudeckue
ycnosusa [arectaHa 671aronpusaTHO CKa3blBasiMCb Ha Jfieye-
HUKM TybepKynesa, a coBmecTHaa pab6ota [1.[. JaBblgoBa
n 3.4. Wnunobepra «yHn6 Kak 6aza Oaa opraHusaumu
[ETCKOro BbICOKOrOPHOro KypopTa» cTana LeHHbIM BKNaAoM
B U3y4yeHne MeauuuHCKon reorpadum [11].

lNepBoHavyanbHO Kadegpa pasmecTunacb B Pecny6-
JIMKAHCKOM KJIMHMYEeCKon 60fbHWULE, FAe pacnofaraiocb
30-KkoeyHoe oTaenenue. MN.[. JaBblgoB yKasbiBas, 4YTO Kiu-
HUKa Ao/IKHa MMETb XoTs 6bl 50-60 Koek ansg apdeKTUBHOM
paboTbl MU CUCTEMATUYECKM MbITaNCs 3TOro A06UTLCS, OTMe-
yasi, 4To «peydb MaeT 06 obecrneyeHnn KBanuPuULUMpPoBaHHOMN
NMOMOLLbIO AeTEN TPYASLLMXCS HE TOMIbKO CToNMUbl [larectaHa,
HO 1 Bcen pecnybnunkm» [12]. M B Havane 1941 r. kadeapa
W KIMHUKa 6blnn nepemMelleHbl B 3aaHne GbiBLUEro ropoa-
CKOro pOAWNbLHOro OMa, @ KoevyHast MOLLHOCTb YBeNmyunach
80 55[13, 0. 51-51 06.].

Hayano Benunkon OTe4ecTBEHHOM BOWMHbLI Bbi3BasNO Cylle-
CTBEHHblE UBMEHEHUS B AEATENbHOCTU BCEr0 MEAMLIMHCKOro

Puc. 2. I.b. MscHuK. 1938 T.
Fig. 2. G.B. Myasnik. 1938

Puc. 1. N.[. JaBbigoB. 1943 .
Fig. 1. PD. Davydov. 1943
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MCTOYHUK: LleHTpanbHbIn
rocyfapCTBEHHbIN apx1B
Pecny6nukun OarectaH. UIA PA.
®. P-352.0n.22. 4.17. 1. 1.

Source: Central State Archives
of the Republic of Dagestan.
CSA RD. Fund P-352.
Inventory 22. Case 17. L. 1.

Source: Archive of the
Department of Nervous
Diseases, Medical Genetics,
and Neurosurgery, Dagestan
State Medical University.

WHCTUTYTa: CPOK OBYy4YEHUS CTyAEHTOB Oblal COKpalLEH, Npo-
rpaMma c)ata A0 Heob6XxoAMMOro MWHUMYMa, a Kadeapbl
06benHEHbl B HECKONIbKO TeMaTU4YeCcKux G/I0KOB ANna nyd-
wero B3auMmogencteusa. Tak, Kadegpa OETCKUX 6GONe3Hewn
OKa3anacb BK/OYEHHOW B TepaneBTUYECKUI BNOK, MeToan-
YeCKyto paboTy KOTOporo KypupoBan npodeccop-tepanesT
B.Il. boxkoBckum [14]. Bnarogaps aToMy U3 Kypca neguMatpum
O6bl/IM UCKNOYEHbI BONPOCHI Fe/IbMUHTO30B, a y4e€OHbI Mpo-
Lecc Ha Kadeape Obln NepecTpoeH TakuM o6pa3oMm, 4To
OCHOBHOE BHMMaHMWe CTano yaenaTbCs OCTPbIM UHDEKLMAM
N KEeNyao4HO-KMULWeYHbIM 3a601eBaHnaM, FMaBHbIM 06pa3om
GPIOLWHOMY TUDY U AU3EHTEPUM, HOBENLLNUM METOAAM WX MPO-
GUNaKTUKK U nedenuns [13, n. 51].

Yxke B nioHe 1941 r. npodeccop N.[. JaBbigos Bmecte
¢ accucteHtom M.WN. AkaeBbiM BbICTYNUA C MHULKMATUBOM
YBENNYUTb YMCO paboynx 4acoB B KIMHMKe B 1,5 pasa
6e3 gononHuTenbHom onnatbl. OHM oTMe4vanu: «KonnexkTuB
[IETCKOM KJIMHMKK B35 Ha cebs psg 0693aTenbCTB: B KpaTt-
YallWM CPOK opraHu3oBaTb y4eby MO OKa3aHWI NnepBoKn
MeanomMouM B 60eBon 06CTaHOBKE, NEPBOM MOMOLLM B Tbiny,
nomolun npu MBXO u T.4.» [15].

C HavyanoMm BOWHbI YMCNO npenogaBaTenen Ha Kadeape
COKpaTunocb: BMecTo 4,5 cTaBOK OCTanoCb Nullb 2, NoaTo-
My OOJbLIYIO 4acTb MPAKTUYECKMX 3aHATUM Obll BbIHYXKAEH
npoBOANUTb caM 3aBefylownin. B aTo Bpemsa Ha Kadeagpe no
COBMECTUTENbCTBY paboTanu accucteHTol [.W. Anvesa (puc. 3)
n H.B. CepreeBa, a TakKe WUMEBLIMA [ABYXMECAYHbIA OMbIT
paboTbl opanHatop Measeaesa, Npu4eM nepBasi U3 HUX pery-
NFIPHO OTKOMaHAMPOBbLIBanachb B pacnopsikeHve HapoaHoro
Komuccapwuata 3apaBooxpaHeHuns darectaHckon ACCP.

TeopeTMYeCKMn ¥ NpaKTUYECKUW nnaH npenogasa-
HMA npeanonaran B 7-M cemectpe 1941 r. 51 yac nexkuum
M 80 YacoB MpaKTUYECKUX 3aHATUKM, a B 9-M cemecTpe —
no 52 yaca cooTBETCTBEHHO. HeCcMOTpS Ha HEXBaATKY y4e6HO-
ro nepcoHana, aTv Nokasartenu 6binu BbiNOSHEHbI [16, 1. 61].

BrocneactBun 4UCNO aCCUCTEHTOB ObINO  YBENMYEHO:
nocsne BO3BPaLLEHNS MHCTUTYTA M3 KPAaTKOCPOYHOM 3BaKyaLMm
B 1942 r. Ha Kadeape OETCKMX 6one3Hen Havyanu pabotaTb
PA. Wkopaa (puc. 4), A.A. MNpokoneHKo 1 Cokonuk [13, 1. 51].

Puc. 3. .M. AnveBa. 1947 1.
Fig. 3. D.I. Alieva. 1947

Puc. 4. PA. LLIkopa. 1949 .
Fig. 4. R.A. Skoda. 1949
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H History of Pediatrics

U3 nctopumn negnatpumn

OOHaKO OCTPO CTOAN BOMPOC € o6ecrneyeHnemM npaKTu-
YECKMUX 3aHATMM CTyaeHToB. COTpyAHMKKU Kadeapbl He nmenu
BO3MOXHOCTM MPOBOAUTL 3aHATUS B AETCKOM MONUKIUHUKE
MaxayKkanbl [17, n. 1]. Ana 4yTeHua nekuun ucnonb3oBancs
3a 0XMAaHUs NaLneHToB B AETCKOM 60MbHMLE, a B YC/IOBK-
SX OTCYTCTBMS Y4eOHbIX ayaAUTOPUN pa3bop NauMeEHTOB U UX
Kypauusi npoBoauMnucb nMbo B Kopuaope, nMbo y nocrenu
60nbHOro [18]. OCHOBHbIE 3HAHUA MO MeanMaTPUU CTYAEHThI
nprvo6peTanu Ha NPAKTUYECKMX 3aHATUAX, KOTOPbIE NPOBOAM-
na accucteHt .U, AnneBa. «XoTsi OHa HE UMena y4eHon cTe-
MeHW, HO 3aTO XOPOLWO 3Hana AeTcKkue 6one3Hu, a rasHoe,
ymena npoaeMOoHCTpupoBaTb 60NbHOrO pebeHKa W O0X0A-
4YMBO pacckasaTb O HeM. JTO 6blla YAMBWUTENbHO ClaBHas
M O4YeHb MpPUSATHAs, BbICOKOKY/IbTYpHas HEMOMOAAN MKEHLLU-
Ha», — BCMOMMWHanN BNOCNEACTBMU OAUH U3 CTyAeHTOB [19].

CamMo COCTOSIHME KIMHWUKW AETCKMX 60ne3Hen ocTaBns-
110 enatb fydwero. Eule B OOBOEHHbLIM nepuog poautenu
NauMeHTOB KaNoBalUCb Ha HEXBaTKy MOCTENbHbIX MPUHAA-
NIEXXHOCTEN, MNoxXoe caHuTapHoe cocTosiHue nanat [20]. MNono-
KEHWe ycyrybunocb B BOEHHbIM NEPUOA: B KIMHUKE OTCYTCTBO-
Ba/n ropsiyee BOAOCHAGKEHNE 1 aneKTpuyecTtso [21].

HecmoTps Ha ycnoBms BOEHHOIO BPEMEHM, HAay4HO-UCCe-
[oBaTeNlbCKNE MHCTUTYTbl M COOTBETCTBYIOLWME Kadeapbl
BY30B He NpeKpaljanu cBoen paboTbl B 061acTM MOMUCKa
OnNTUManbHbIX METOAOB NledeHus geten [2]. He 6bina UCKIto-
yeHnem u Kadenpa [arectaHCKOro MeAMLMHCKOrO MHCTUTY-
Ta, HO OTCYTCTBME AOCTATOYHOrO YMcna COTPYAHWKOB Kade-
Apbl U KAMHWKKM CYLLECTBEHHO 3aTPYyAHSAN0 HaydHylo paborTy,
KOTOpask B BOEHHbIM MEPWMOA BbINOAHANACH MCKIOYMTENb-
HO 3aBefylolWwwmM. [MaBHbIM UCCNefoBaHWEM, NMPOBEAEHHbIM
MN.[J. JaBblgoBbiM, ABASNOCL M3Yy4EHWE BOMPOCOB fieYEHUS
[OM3EHTEPUN Y leTer, KOTOPOE BbITMIOCH B MOATOTOBKY M 3alLu-
Ty B qHBape 1944 r. B TGUAMCKH JOKTOPCKOW AUccepTaL MK Ha
TeMy «3dPEKTUBHOCTb HEKOTOPbLIX METOAOB le4eHUs 6auun-
NAPHOW AU3EHTEPUM Yy AeTen (KIMHUKA W IKCNEPUMEHT)».
[Mpryem yneHamu y4eHoro coBeTa bGblna Nog4epKHyTa ocobas
aKTyanbHOCTb TEMbI B YC/IOBUSIX BOMHbI [22, 1. 92].

B nccneposanue N.[. aBbigosa 66110 BKAOYEHO 556 cny-
YyaeB HabnogeHun 3a AETbMU C OCTPbIMU 3HTEPOKOSMTaMMU
n ouseHtepuen. OCHOBHbIE HamnpaBieHUs Noucka apdeKTUB-
HOro NeYeHNUs 3TUX NaTONOMMYECKUX COCTOSHUI CKNaablBannch
M3 ABYX MYHKTOB: BO3AENCTBMS Ha BO3ByAWUTENs W aKTMBa-
UMIO MMMYHWTETa, @ TaKXKe BBeeHWs crneuunanbHON AMETHI.
B peasynbrate aHanu3a MNpPOBEAEHHbIX MCcnefoBaHWM Oblno
YCTaHOB/IEHO, YTO Hanbonee aPOEKTUBHLIM METOLOM SI€HEHUS
SBASNOCL NMPUMEHEHWE KOMOWHaUMK cynbduanHa C remoTte-
panuen, OOMONHEHHOE AMETUYECKUM nuTaHueM. [pu Takom
coYyeTaHMM Habnwganucb ynydylweHwe oO6Wero COCTOSHUS
nauMeHTOB, HOpManM3aums cTyna, ynydleHune annetuta. Bee
3TO NO3BONSANIO0 COKPATUTb CPOKM rocnuTanmaaumm oo 9 gHen.

CynbduanMH HOpManuaoBas TemnepaTtypy, Bbl3biBal
yMEHbLUEHWE 6GO0NEBOr0 CUHAPOMA U CHUXKEHUE SBAEHUM
TOKCMKO3a y JeTen B Te4eHWe nepBblx ABYX CYTOK OT Havyana
ero npumeHeHus, a K 10-my AHiO BO36yauTeNb nepecTa-
BaN BblceMBaTbCA M3 Kana. OMbITHbIM NyTEM YCTAHOBWAM,
YTO AUTENbHOCTb MPUMEHEHMS cynbdUANHA JOMKHaA Oblna
COCTaBNsATb HE MeHee 5 AHeN BO M3bexaHue peunanBoB
60Ne3HM, NPUYEM BHYTPUMbILEYHOE BBEAEHME MO3BOMANIO
CHW3UTb JO3MPOBKY BBOAMMOrO Npenaparta noytv B 2 pasa,
a BBefeHue cynbduanHa no NnaHensbcy 6b110 NPU3HaAHO Hau-
60/5ee 3KOHOMMUYECKM BbIFOAHbIM M 6e30nacHbIM, TaK Kak
pacxoj npenaparta yMeHblancs 3HaunTeNbHO nNpu He6oNb-
LLOM YMEHbLIEHUU TepaneBTUYECKoro adpdekTa.

[OuneTtoTepanua aBnsnacb AOMNOSHEHMEM K OCHOBHOMY
Nle4eHuIo, U ee BBEAEHME rapaHTMPOBaNo ynyylweHue anne-
TMTa B 85% cny4aeB. 3gecb Hanbonbluyto 3GPEKTUBHOCTb
NPOAEMOHCTPMPOBANO MNPUMEHEHWE KOHLEHTPUPOBAHHOMO

KMUCNOro MOSIOKa C MeJOM BBMAY €ro 6aKTepMoCcTaTMYeCcKoro
[LEeNCTBUS, B TOM YUCNE U HA YCIIOBHO-MATOrEHHYO KULLIEYHYIO
dnopy. Kpome T0ro, oHO ob6ecnevymBano 4OCTAaTOYHbIM Kaso-
paXk U onTMMasnbHOE COOTHOLWEHME MaKPOHYTPUEHTOB. B aKc-
nepMMEHTE Ha XMBOTHbIX Gblsla NPOAEMOHCTPMpPOBaHa npo-
duUnaKkTMKa UMHIM NpU NPUMEHEHWU KOHLLEHTPUPOBAHHOIO
KMUCNOro MOJSIOKa, YTO NMOATBEPHKAAN0 COXPaHEHWE BbICOKOMO
coAepKaHus acKopbMHOBOM KUCNOTbl B HEM B MnpoLecce
KoHcepBauun. [lobaBneHne K MONoKy Meda Mnu GpyKToBbIX
COKOB He TOJ/IbKO YAyyllano opraHofnenTMyeckne CBOMCTBA,
KOTOpble MO3BOSIN aKTUBHO BBOAWTb €ro B paLMOH nauu-
€HTOB AETCKOro Bo3pacTa, HECMOTPS Ha Hanyne aHopeKcum
KaK 0JHOro M3 cMmnTomoB 3aboneBaHus, HO U oborawano
nuTaHue ApyruMu BUTaMUHaMM.

CynbduanH ¢ AneToTepanuen, nNpuMMeHseMble COBMECTHO,
noTeHUMpoBanu GakTepuocTaTMyecKoe OencTBuMe Apyr Apyra.
[emoTepanus nnaueHTapHOM KpPOBbIO B COYETAHWWU C OPYrU-
MW MeToAaMW TepaneBTUYECKOro BO3AEWCTBUSA MPOLEMOH-
cTpupoBana 3POEKTUBHOCTb MPU OCTPbIX IHTEPOKONIMUTAX.
darotepanus 6bina NpM3HaHa NPOCTbIM, HEAOPOIUM W AOCTYN-
HbIM MEeTo0M neyeHus. MNpun aToM NpumMeHeHne 6aktepunodara
6blN10 3HAYUTENBHO OrpaHUY4eHO BPEMEHHBIMU PAaMKaMKU — OH,
HECOMHEHHO, cyuTancs aPpPEKTUBHbIM, OCOBEHHO B co4eTa-
HWW C KOHLLEHTPUPOBAHHbLIM KUC/IbIM MOIOKOM, HO NULWb MpH
MCMONb30BaHUM Ha paHHMUX CTaguax 3aboneBaHWss — B Teye-
HWe nepBbix 2—3 CYTOK OT NOSIB/IEHNSA CUMMTOMOB.

MpeanoxeHHas cxema fe4YeHUst AU3EHTEPUM U OCTPbIX
3HTEPOKOIMTOB BKJIKOYaNa BHYTPUMbILLIEYHOE BBEAEHUE Nna-
LLeHTapHOW KPOBM Ha NPOTSKEHUN 5 aHen, cnycta 2—3 Yaca
nocne 3T0ro — nepopanbHOe WAW BHYTPMMbILEYHOE BBE-
neHune cynbduanHa nmbo BBeaeHue no cnocoby MnaHenbca
C YEeTKO YCTaHOBMIEHHbIMU CYTOYHbLIMM [03aMMK, pPacCyu-
TaHHbIMM Ha AO/MKHYIO Maccy Tena nauveHTa. 3Ta cxema
6blna npuaHaxa N.[. JaBblaoBbiM Hanbonee apdOeKTUBHON
1 6e3onacHomn, 6e3 nNposiBIEHNS BO3MOMXKHOIO TOKCMYECKOro
nencteuns cynbduamHa [23].

Kak yKkasbiBan cam [letp AMutpuesBund, 6narogaps ero
HapaboTKaM yaanocb CHU3UTb AETCKY0 CMEPTHOCTb B [are-
cTtaHe B 5 pas [22, 1. 92].

Mocne 3aBeplueHns paboTbl Hag AOKTOPCKOW AuccepTta-
umen N.[. JaBblgoB 3aHMMancs U3y4eHMEM paLMoHanbHOro
nUTaHKA OeTen B BOEHHbIM nepuod [22, n. 92]. B nepsow
nonosuHe 1945 r. oH 3aBepLUMN UccnegoBaHne, cBA3aHHOe
C Nle4eBbHO-AMarHOCTUYECKMM 3HA4YeHUEeM KOCTHOW pblGHOM
MYKM B AE€TCKOM BoO3pacTte. 3ta paboTta Mmena cBoen 3aaa-
4yen onpeaeneHne XMMMYEeCcKoro coctaBa Chipbsl, €ro npume-
HeHue Npu OETCKMX 3abosieBaHMSAX: 0COOEHHOCTU JO3UPOBKHU
B COOTBETCTBMM C BO3PACTOM NaLMEHTOB, @ TaKXe BO3MOX-
HOCTb MCMONb30BaHUA y 340POBbLIX AETEN B ACNAX M AETCKUX
nomax [24, n. 6 06.]. MNpn 3TOM NPUMEHSIAaCb KOCTHas MyKa
MECTHOM BbIPabOTKM Maxa4yKaqMHCKOro pbiGOKOHCEPBHO-
ro 3aBoja, NPOAEMOHCTPMPOBaBLLIAs YAOBNETBOPUTENbHbIE
Ka4yecTBO M 6e30nacHOCTb: nabopaTopHble WMCCneaoBaHUs
nokasasnu, 4T0 OHa COAEPIKMT, MOMUMO HEGOSbLIOrO NPOLLEH-
Ta XXMPOB M BGEIKOB, OKMCb KanbLMA U GOCHOPHLIN aHrma-
pua [25]. 310 nccnegoBaHWe 6bIIO NMPOAOIKEHO B nocne-
BOEHHbIN nepuoa: naydanacb OCOGEHHOCTb MPUMEHEHUSA
KOCTHOW MYKMW, MPUrOTOBAEHHOW M3 GapaHbMX U FOBSXbUX
KocTen. bbino goKa3aHO, 4TO BBeAeHWEe COofiel KanbLus
BMecTe ¢ BUTammHoM D n npenapatamun pocdopa 3aMeTHO
B/IUANIO Ha COAEpXKaHWe Kanbuua B naa3mMe Kposu. Kpome
TOro, UCMOIb30BaHUE KOCTHOM MYKKU Y 6EPEMEHHbIX CMOCO6-
CTBOBaNo NpoPuUNaKTUKE paxmta y HOBOPOXKAEHHbIX [26].

K 1944 r. KNIMHUKaMKU AeTCKMX 6ONe3Hen U aKyllepcTBa
N TMHEKONOrMK Oblf1 NOArOTOBIEH COOPHMUK CTaTEN, MOCBSLLEH-
HbI Npo6semaM OXpaHbl MaTepUHCTBA U AETCTBA, KOTOPbIN,
no cnosam npodeccopos H.M. Bepxaukoro v MN.[. JaBbigosa,



UMEN aKTyanbHOe 3HayeHWe «B MOBbIEHUN POXKAAEMOCTU
N CHUXKEHUM MATEPUHCKOM M AETCKOM CMEPTHOCTM B YCIIOBUSAX
Benukon OteyectBeHHOM BOMHbI [27, n. 14]. CornacHo nnaHy-
NPOCMEKTY, B HEro A0MKHbI OblIM BOWTH 9 cTaTen, 3 U3 KoTo-
pbIX MNOCBALWANUCL NeaMaTPUM B MPUBA3KE K PerMoHanbHbIM
daKTopam — «OxpaHa 340p0Bbs AeTen B [larectaHe 3a Bpe-
ms CoBeTcKoM Bnactu», «HapoaHO-X039MCTBEHHOE 3HaYeHue
60pb0Obl C Mansipuen y geten B arectaHe», «3HavyeHue Tepa-
MK U NPOPUNAKTUKM AUBEHTEPUN Y AETEN U COXPAHEHHUE ANU-
femMuyeckoro 6narononyyua JarectaHar» [27, 1. 15]. OgHaKo
ero usgaHuve He 6bl10 0ao6peHo OTaenom nponaraHabl
n arutaumm JarectaHckoro o6koma BKI1(6), KOTOpbIXM NpUHK-
Man pelleHne 06 oTrnycke bymaru ans neyatu.

K Heony6anMKoBaHHbIM UCCEA0BaHUAM Nepunoaa BOMHbI
oTHocaTcAa Takxke ctatbd .. JaBbigoBa 1942 r. «K Bonpo-
Cy O MpeXAeBPEMEHHOM MOJI0BOM CO3PEBAHWMU Y AEBOYEK»
n ero moHorpadusa 1944 r. «[Ipu4nHbl CMEPTH AETEN N NPOB-
NIeMbl COXpaHEeHUs XK13HU pebeHKar [13, n. 51 06.].

Ba)kHOW 3agadyen, KoTopas cTosna nepea neguatpamu
B BOEHHbI nepunog, 6bi10 He AoNYCTUTb ANUAEMUYECKUX BCMbI-
LIEeK AETCKUX 3abos1ieBaHU cpean 3BaKyMpoBaHHOIo U3 GpPoH-
TOBbIX M MPUPPOHTOBLIX pPanMoHOB HaceneHus [2]. lNepBbin
cekpetapb [arectaHckoro o6koma BKI(6) A.[J. daHusnos
BCMOMWHanN: «B nepBble e AHU U MecsLbl BOWHbI B JJarectaH
CTanu NpubbIBaTb GEXEHLbI C OKKYMMPOBaHHbLIX Bparom Tep-
putopuin. B MaxayKane HakannvBanocb 60/blle 3BaKympo-
BaHHOIO HaceneHus, 4em KopeHHoro. MopT, Kene3Ho4opOX-
Hasa CTaHuMs, Npuieralowme K HUM naowaamn, ropoackomn cag
1 ynnubl MaxadKkanbl 66111 3aNONHEHbI KEHLWMHAMKU, AETbMMU,
CTapuKamu, NPUOGbLIBLUMMK U3 OKKYMMPOBAHHbIX BParoM pawo-
HoB» [28]. Takoe CKOMnJeHWe HaceneHus HeraTMBHO CKasblBa-
I0Cb Ha anunaeMmnyeckon o6CTaHOBKe B pecnybnuke. B cooT-
BETCTBMM C NocTaHoBneHneM biopo [arectaHcKoro ob6Koma
BKI(6) ana ctaumoHapHOro nevyeHus aeten, 60/bHbIX AN3EH-
Tepuen, 6b110 NpMcnocobseHo 3aaHne GabpruyHOM 60/IbHULbI
B MaxauKkane; oguH M3 KopnycoB WwkKonbl N2 13 nepeobopy-
JOBanv Ansl rocnutann3auny 3BaKyMpOBaHHbLIX MaLMEHTOB
C Kopblo, a HapKkomTopr opraHM3oBan AETCKME ANETMYECKUE
cTonoBble B ropoaax [arectaHa [29, n. 6-7]. MN.4. JaBblaoB
Ha 06LECTBEHHbIX Ha4Yanax ABASNCA rMaBHbIM KOHCY/bTaHTOM
BCEX 3TUX YYPEXKAEHWW, @ TaKKe FOPOACKOM MONUKIMHUKM,
NOMMKINHUKK NopTa U acnen [16, n. 61 06.]. Y4eHbin nucan,
YTO pesynbTaToM 3TOM MHTEHCWMBHOW PaboTbl cTana «ObicTpas
NIMKBUAAUMS 3NMAEMUYECKUX 3a60NeBaHUI, NpeaynpexaeHve
HOBbIX BCMbIWEK, CHUXEHWE MPOLEHTa CMEPTHOCTM B 2 pasa
Mo CpaBHEHUIO C JOBOEHHbIM nepuogom» [22, n. 92].

HecmoTpsi Ha TO, YTO B OCHOBHOM paboTa B BOEHHbIN
nepvoa 6bina cocpefoTodYeHa BOKPYr fleHYEHUS paHEeHbIX,
npoAo/Kanacb OHa U B 061aCTV OpraH13alLMmn rpaxaaHCKoro
3apaBooxpaHeHus. Mo nHuumatuee MN.[. JaBblgoBa opraHu-
30Bav Kypcbl yCOBEPLIEHCTBOBAHNA NeAUaTpoB Y MeaULIMH-
CKMX CecTep Npw KIMHKUKE 415 COTPYAHWKOB AETCKUX yupexae-
HMM MaxayKanbl, KOTOpble AencTBoBanu npu [darectaHCKOM
obuwecTtBe aeTckmnx Bpaden [30]. 3To 06LLEeCTBO 6bIIO co3aa-
HO B 1936 r. ¥ BK/OYano nepBoHadvanbHo 18 negnatpoB M3
[IETCKON NONUKIMHUKKM B MaxayKane, a K KOHLY BOWHbI B €ro
cocTtaB Bxoauno ao 30 4neHoB, B TOM 4yucne u3 [lepbeHTa,
[arectaHcknx OrHen u nocenka [BuratenbCTpon. MMeEHHO
no nuHuun o6uectaa MM.[. JaBblAOBbIM COCTaBASIUCL U pac-
NPOCTPaHANUCL pa3dHOO6pa3Hble METOAMYECKNE PEKOMEHAA-
uMn ans Bpaden B paloHax [darectaHa, KOTOpble€ HE MOrH
npuexaTb Ha cneunanusauuio B Maxadkany [31].

OtoenbHoe mecTo B gaeqtenbHoctu [1.[. [JaBblaoBa
B BOEHHbIM nepuoj npogo/mxana 3aHUMMaTb W caHUTap-
HO-NpocBeTUTENbCKaa paboTa: elle BO BTOPOW MONOBUHE
1930-X IT. OH aKTMBHO MNy6AMKOBaN B MECTHOW Mepuoanke
3aMeTKM M CcTaTbi Mo NpobaemMam AETCKOro 340poBbs, Mpo-

BOAMA BCTPEYM CO WKOMAbHMKamMKW. Ho nuKa oHa goctvrna
WMEHHO B BOEHHbIK nepuod: Toibko B 1944 r. um 6bin
NoAroTOB/AEHbI 7 NMOMYNAPHbLIX NEKUWUIA ANS BbICTYNIEHUS No
paamro, NOCBSLLEHHbIX 06WMM NpobaeMamM 340P0BbS AETEN,
MepaM 60pb6bl ¢ MHPEKLMOHHBbIMK 3a60/1IEBAHUSMK, B TOM
4YUCIIE C KOPbIO U AMPTEPUTOM, a TaKkKe noHocom [32, 1. 1, 2].
MN.4. AaBblgoB cynTas, 4YTo, HECMOTPS Ha HEKOTOPbIE YCMEXH,
[JOCTUIHYTblE B OKa3aHMM NOMOLLM NaLMeHTaM, CyLecTBOBan
W pag HEAOCTATKOB, K KOTOPbIM OH OTHOCKA HELOCTATOYHYIO
CaHUTaApHO-NPOCBETUTENBCKYIO PaboTy ¢ MaTepsiMU U HU3KUI
OXBaT naTpoHaxKem aeten scenbHoro sospacta [30].

Taknm o6pa3zom, gestenbHocTb npodeccopa MN.[. JaBbl-
[0Ba 1 COTPYAHMKOB Kadeapbl U KIMHUKK OETCKUX 60/1€3HEN
[arectaHCcKOro MeanLUMHCKOro MHCTUTYTa B BOEHHbIW Nepu-
o/ 6bl1a BO MHOIOM A0CTaTO4YHO TPaaMLMOHHONW. MaBHbIMK
3afjavyamu 6blv NpexKae BCEro No4rotoBKa KaapoBs M NoBbI-
leHne KBanuduKaumMm paboTaBlUMX B pecnybivke negu-
atpoB. C 3TOM UENbl PeEryaspHO NpPoOBOAMAUCH KypChbl
YCOBEPLIEHCTBOBAHUSA Bpa4vyen, a TaKxe Obln pa3paboTaH
psa MHCTPYKTMBHBLIX MaTepuanoB Ans paboTaBLIMX BHE
rOpoAoB CMeLnanncToB, NPUYEM B OCHOBHOM 3Ta paboTa
nposoauaach arecTaHCKMM O6LEeCTBOM AETCKUX Bpadven.
HecMOTpsi Ha BCE CMIOXKHOCTH, CBA3aHHbIE C COKPAaLLEHNEM
lWTaTOB, AOCTATOYHO UHTEHCUMBHOM Oblna Hay4Has paboTa,
X0Ts NpoBoAunn ee B ocHoBHOM cam I1.[0. [1aBblg0oB, KOTOPbIM
B 1943 r. 3aBeplwunn OOKTOPCKYl aucceptaumio. MoxKHO
C YBEPEHHOCTbIO CKasaTb, 4YTO OnblT paboTbl B [larectaHe
He npowen Ans y4yeHoro Japom, a ctan Ans Hero BaKHOM
CTYMNeHbl0 B AanbHeNnlWwen Hay4Hon Kapbepe B KpacHogape
1 PoctoBe-Ha-[JOHYy.

UCTOYHUK ®UHAHCUPOBAHMUSA
UccnegoBaHme BbINOMHEHO B pamKax [lporpammbl dyH-
JaMeHTanbHbIX nccnegoBanun HAY BLUS.

FINANCING SOURCE
The study was carried out within HSE Fundamental
Research Program framework.

PACKPbLITUE UHTEPECOB
ABTOpbl CTaTbM MNOATBEPAWMSIN OTCYTCTBME KOHPUKTa
WHTEPECOB, 0 KOTOPOM HEOBXOAMMO COOBLINTD.

DISCLOSURE OF INTEREST
Not declared.

BKJIAl ABTOPOB

C.b. MaHbIWweB — KOHLUEeNuUua U AM3anH cTatby, MOUCK
W aHann3 apxMBHbIX MaTtepuanoB 1 NUTepaTypbl, HanucaHue
TEeKcTa, pefakTupoBaHue.

K.B. MaHbIweBa — KOHLENUUSA 1 AU3anH CTaTbK, NOUCK
W aHann3 apxMBHbIX MaTtepuanoB U NUTepaTypbl, HanucaHue
TEeKcTa, pefakTupoBaHue.

AUTHORS’ CONTRIBUTION

Sergey B. Manyshev — study concept and design,
archival materials and literature search and analysis,
manuscript writing, manuscript editing.

Kseniia B. Manysheva — study concept and design,
archival materials and literature search and analysis,
manuscript writing, manuscript editing.

ORCID

C.b. MaHbIweB
https://orcid.org/0000-0002-5276-7743
K.B. MaHbIwWweBa
https://orcid.org/0000-0002-1946-0424

CURRENT PEDIATRICS /2026 / V.25 /N2 1

BOMPOCbl COBPEMEHHOW MEAUATPUM / 2026 / TOM 25 / N2 1



E History of Pediatrics

U3 nctopumn negnatpumn

CMUCOK JIUTEPATYPbI / REFERENCES

1. Tonbadenba AA. O4epku no mcropum neguatpumn CCCP. — M.:
MeanumHa; 1970. — 183 c. [Goldfeld AYa. Ocherki po istorii pediatrii
SSSR. Moscow: Meditsina; 1970. 183 p. (In Russ).]

2. Anbbuukmi B.1O., LWep C.A. CoBeTckasi cuctema oxpaHbl 370-
poBbsi geTert B roabl Benunko# OTeyecTBEHHON BOVHbI / NOA Pea.
A.A. bapaHoBa. — M.: MNeaguaTpb; 2022. — 191 c. [Albitskiy VYu,
Sher SA. Sovetskaya sistema okhrany zdorov'ya detei v gody Velikoi
Otechestvennoi voiny. Baranov AA, ed. Moscow: Pediatr; 2022.

112 p. (In Russ).]
3. banzapakuaeBa E.B. OxpaHa pgetctBa B bypatun B rogbi
Bennko# OtevyecTBEHHOM BOMHbI. — YnaH-Yaa: WML, ®reoy B0

BCrAKWM; 2008. — 165 c. [Banzaraktsaeva EV. Okhrana detstva
v Buryatii v gody Velikoy Otechestvennoy voyny. Ulan-Ude: Publishing
and Printing Center of the Federal State Budgetary Educational
Institution of Higher Education East Siberian State Academy of
Culture and Arts; 2008. 165 p. (In Russ).]

4. Wep C.A., HaropHas C.B., MNapeHbkoBa O.P. MeauumnHcKoe
obecneyeHne AeTCKoro HaceneHus r. CmoneHcka B rodbl Benvkon
OTeyecTBEHHOWM BOWMHbI (K 80-netuto Mobeabl B Bennkon OTevecTBeHHOM
BOWHe) // Bonpockl coBpemeHHo# neanatpum. — 2025. — T. 24, —
Ne 2. — C. 69-75. — doi: https://doi.org/10.15690/vsp.v24i2.2891
[Sher SA, Nagornaya SV, Parenkova OR. Providing Health Care for
the Children in Smolensk During the Great Patriotic War (to the 80th
Anniversary of Victory in the Great Patriotic War). Voprosy sovremennoi
pediatrii — Current Pediatrics. 2025;24(2):69-75. (In Russ).
doi: https://doi.org/10.15690/vsp.v24i2.2891]

5. A6aymkaHoBa D.C. OxpaHa 340pPOBbS IKEHLMHbI-MaTepn
n pebeHKa. — Maxaykana: [larectaHcKoe KHWKHoe u3a-Bo; 1978. —
65 c. [Abdulzhanova FS. Okhrana zdorov’ya zhenshchiny-materi i
rebenka. Makhachkala: Dagestanskoe knizhnoe izd-vo; 1978. 65 p.
(In Russ).]

6. SYxbseBa 3.U., bataeB X.M. Pas3ButHe npodunakTU4ecKkoro
HanpaBfieHUsi B OXpaHe MaTepUHCTBa M MlafleH4yecTBa B pecnybnu-
Kax CeBepHoro KaBkasa B nepBoi nonoBuHe XX Beka // Bornpochkl
coBpemeHHou negnatpmm. — 2012, — T.11. — N2 1. — C. 10-13. —
doi: https://doi.org/10.15690/vsp.v11i1.127 [Yakhyaeva ZI,
Bataev KhM. Development of Prophylactics in Maternity and Child
Care in the Republics of Northern Caucasus in the First Half of
XX Century. Voprosy sovremennoi pediatrii — Current Pediatrics.
2012;11(1):10-13. (In Russ). doi: https://doi.org/10.15690/vsp.
v11i1.127]

7. HarneBa M.K. K Bonpocy 06 UCTOpuM cTaHOBNeHUs [are-
CTaHCKOro rocyAapCTBEHHONO0 MEAMLIMHCKOro MHCTUTyTa B 30-e .
XX B. // BectHuk [larectaHCKOro rocy4apCTBEHHOro yHuBepcuTeTa.
Cepus 2: [ymaHuTapHble Hayku. — 2013. — N2 4. — C. 26-32.
[Nagieva MK. K voprosu ob istorii stanovleniya Dagestanskogo
gosudarstvennogo meditsinskogo instituta v 30-e gg. XX w.
Vestnik Dagestanskogo gosudarstvennogo universiteta. Seriya 2:
Gumanitarnye nauki. 2013;(4):26-32. (In Russ).]

8. lO6unernHass kHura: 75 net [lanbHeBOCTOYHOMY rocyaap-
CTBEHHOMY MEAMLMHCKOMY yHuBepcuTeTy / cocT. B.M. MonoyHbi,
TA. bonko. — XabapoBck: MN3a-Bo [danbHeBocTo4HOro MY;
2005. — 326 c. [Yubileynaya kniga: 75 let Dal'nevostochnomu
gosudarstvennomu meditsinskomu universitetu. Molochnyy VP,
Boyko TA, comp. Khabarovsk: Publishing House of the Far Eastern
State Medical University; 2005. 326 p. (In Russ).]

9. OcmaHoB A.O., WamoB WN.A. lpogeccopa 1 fOKTOpa MeANLNH-
CKMUX HayK — COTPYAHMKM W BbINYCKHUKK [lareCTaHCKOM rocyaap-
CTBEHHOH MeanUMHCKON akagemun. — Maxadkana: Jlotoc; 2007. —
272 c. [Osmanov AO, Shamov IA. Professora i doktora meditsinskikh
nauk — sotrudniki i vypuskniki Dagestanskoy gosudarstvennoy
meditsinskoy akademii. Makhachkala: Lotos; 2007. 272 p.
(In Russ).]

10. ApxuB Kageapbl HEPBHbIX 601€3HEN, MEANLMHCKON FeHEeTUKM
n Helpoxupyprm [lareCTaHCKOro rocyAapCTBEHHOro0 MEeAULIMHCKOro
yHuBepcuteTa. CBegeHusi Ha accucteHToB MW no coctosiHuio Ha
27.05.1941 r. [Archives of the Department of Nervous Diseases,
Medical Genetics, and Neurosurgery of the Dagestan State Medical
University. Information on DMI assistants as of May 27, 1941.
(In Russ).]

11. bavpawesBckuin 0.A. HayyHo-uccnepgoBatenbckas paboTta
[OarmeauHctutyta // [darectaHckasi npaBga. — 1940. — N2 125
(5430). — C. 3. [Bayrashevskiy OA. Nauchno-issledovatel’skaya
rabota Dagmedinstituta. Dagestanskaya pravda. 1940;(125):3.
(In Russ).]

12. AaBbigoB [.4. Ctonuue [arectaHa Hy)Ha fetckasi 60/bHM-
ua // HMarectaHckasa npaBga. — 1940. — N? 283 (5588). —
C. 3. [Davydov PD. Stolitse Dagestana nuzhna detskaya bol’nitsa.
Dagestanskaya pravda. 1940;(283):3. (In Russ).]

13. LleHTpanbHbIM rocygapcTBeHHbIV apxuB Pecnybnuku [darectaH
(UrA PO). &. P-512. On. 17. [. 74. [Central State Archive of the
Republic of Dagestan (CSA RD). Fund R-512. Inventory 17. Case 74.
(In Russ).]

14. KblwTtbiMoB B.B. McTopusi BO3HUMKHOBEHMSA n pa3BuTus [are-
CTAHCKOro rocyAapCTBEHHOro MEAMLIMHCKOro MHCTMTYTa (1932-
1967 rr.). — Maxaykana: AFMA; 1995. — 110 c. [Kyshtymov VV.
Istoriya vozniknoveniya i razvitiya Dagestanskogo gosudarstvennogo
meditsinskogo instituta (1932-1967 gg.). Makhachkala: DSMA;
1995. 110 p. (In Russ).]

15. AaBbigoB M.[., AkaeB M.WU. Bce cunbl M 3HaHUSA Ha 60pbOy
c Bparom // [arectaHckas npasga. — 1941. — N° 161 (5769). —
C. 3. [Davydov PD, Akaev MI. Vse sily i znaniya na bor’bu s vragom.
Dagestanskaya pravda. 1941;(161):3. (In Russ).]

16. UrA PA. . P-512. On. 16. 4. 95. [CSA RD. Fund R-512.
Inventory 16. Case 95. (In Russ).]

17. TocynapctBeHHbIM apxuB Poccuiickon Pepepauun. d. A-482.
On. 47. [l. 2638. [State Archives of the Russian Federation.
Fund A-482. Inventory 47. Case 2638. (In Russ).]

18. lWoTE.K.CnoBoBeTepaHy // 3a meanLMHCKMe Kaapbl. — 1987. —
N2 10 (522). — C. 3. [Shot EK. Slovo veteranu. Za meditsinskie kadry.
1987;(10):3. (In Russ).]

19. fanrat .M. BocnomuHaHusi npogeccopa XUpyprum. —
Maxaykana: AFMA; 2003. — 152 c. [Dalgat DM. Vospominaniya
professora khirurgii. Makhachkala: DSMA; 2003. 152 p. (In Russ).]
20. fanneBckas E.H. HaBecTv NnopaaoK B AETCKOM LiEeHTPanbHOM Kin-
HuKe // [arectaHcKas npaBga. — 1940. — N2 256 (5561). — C. 3.
[Gaplevskaya EN. Navesti poryadok v detskoy tsentral’noy klinike.
Dagestanskaya pravda. 1940;(256);3. (In Russ).]

21. Mawwuy J1. [Odetckaa KIMHMKa 6e3 cBeta W TonnmBa //
[arectaHckas npaBga. — 1944. — N° 236 (6762). — C. 2.
[Pashits L. Detskaya klinika bez sveta i topliva. Dagestanskaya
pravda. 1944;(236):2. (In Russ).]

22. UrAPA. . MN-1.0On. 1. 4. 6040. [CSA RD. Fund P-1. Inventory 1.
Case 6040. (In Russ).]

23. daBbigoB M.[. 3¢PEKTMBHOCTb HEKOTOPbLIX METOAOB J/IeYEeHUS
6aLNNNFAPHON AN3EHTEPUU Y AeTel (KIMHUKa U 3KCNePUMEHT): AucCC. ...
[IOKT. MeJl. HayK. — Maxaykana; 1943. — T. 1.— 333 c. [Davydov PD.
Effektivnost’ nekotorykh metodov lecheniya batsillyarnoy dizenterii
u detey (klinika i eksperiment). [dissertation]. Makhachkala; 1943.
Vol. 1. 333 p. (In Russ).]

24. UrA PA. &. P-512. On. 16. 4. 111. [CSA RD. Fund R-512.
Inventory 16. Case 111. (In Russ).]

25. TaHeeB A. HoBbIt Lex pbIGOKOHCEPBHOro 3aBoja //
[arectaHckas npaBga. — 1945. — N° 187 (6968). — C. 1.
[Taneev A. Novyy tsekh rybokonservnogo zavoda. Dagestanskaya
pravda. 1945;(187):1. (In Russ).]

26. daBbigoB [.[. Mcnonb3oBaHWe KOCTHOM MYKM B neauaTpuu
M Npu 6epeMeHHOCTU ANSi YBENUYEHUs Beca HOBOPOXAEHHbIX //
Tpyabl [arecTaHCKOro rocyapCTBeHHOro MeAMLUMHCKOrO MHCTUTY-
ta. T. lll / noa pea. C.W. PusBawa. — Maxaykana; 1947. —
C. 249-250. [Davydov PD. Ispolzovanie kostnoy muki v pediatrii i
pri beremennosti dlya uvelicheniya vesa novorozhdennykh. Trudy
Dagestanskogo gosudarstvennogo meditsinskogo instituta. Vol. 3.
Rizvash SI, ed. Makhachkala; 1947. pp. 249-250. (In Russ).]

27. UrAPA. . N-1.0n. 1. 4. 6039. [CSA RD. Fund P-1. Inventory 1.
Case 6039. (In Russ).]

28. A6aypaxmaH [JaHUsinoB — y4eHblH, rocyaapCTBEHHbIA U obLye-
CTBEHHbIN aesitenb [arectaHa. (JOKymeHTbl, doTorpadun, Bocno-
MWHaHUA ero u o Hem) / coct. M.A. byraes, IW. KakaracaHos,
PW. MxambynatoBa. — Maxaykana: tOnutep; 2000. — 464 c.
[Abdurakhman  Daniyalov — uchenyy, gosudarstvennyy
i obshchestvennyy deyatel’ Dagestana. (Dokumenty, fotografii,
vospominaniya ego i o nem). Butaev MD, Kakagasanov Gl,
Dzhambulatova RI, comp. Makhachkala: Yupiter; 2000. 464 p.
(In Russ).]

29. UrAPA. . N-1.0n. 1. 4. 5883. [CSA RD. Fund P-1. Inventory 1.
Case 5883. (In Russ).]

30. AaBbigoB T.[. 3abota o 3gopoBbe aeten // [arectaHckas
npaBga. — 1944. — N° 107 (6633). — C. 2. [Davydov PD. Zabota
o zdorov'e detey. Dagestanskaya pravda. 1944;(107):2. (In Russ).]
31. KynbtypHoe cTpoutensctBo B [arectaHckor ACCP: CGOPHUMK
nOoKymeHTOB. T. 2: 1941-1977 / otB. pea. WW.M. Maromegos. —
Maxaykana: [arectaHCKoe KHWXHoe u3a-Bo; 1988. — 464 c.
[Kulturnoe stroitelstvo v Dagestanskoy ASSR: Sbornik dokumentov.
Vol. 2: 1941-1977. Magomedov ShM, ed. Makhachkala:
Dagestanskoe knizhnoe izd-vo; 1988. 464 p. (In Russ).]

32. UrAPA. &@.M-1.0n. 1. []. 6347. [CSA RD. Fund P-1. Inventory 1.
Case 6347. (In Russ).]



0630p nuTepartypbl

‘W) Check for updates

https://doi.org/10.15690/vsp.v25i1.3003

A.A. UBaHoOB, H.C. EpwoBa, T.B. KynuueHKo

PoccuicKkmin HaunoHanbHbIM UccnefoBaTeIbCKUN MEANLMHCKMI yHUBEpPCUTET M. H.U. TMnporosa
(MuporoecKkunin YHnBepcuTeT), MockBa, Poccuiickas Penepaums

'MnoKanueMu4YecKuUm nepuoanvyecKum
napaauy: o63op autTepartypbl

KoHTaKTHas nHdpopmauus:

MBaHoB ApTem AneKcaHapoBMY, Bpay-neanaTtp, 3KCNePT-aHanUTUK ynpaBneHus no peanusaumnn GyHKUMI HaumoHanbHOro MeAULMHCKOro
1CCNEL0BATENLCKOrO LIEHTPA N0 NeAMaTPUKU POCCUICKOrO HaLLMOHANBbHOTO UCCNEeA0BaTENbCKOTO MeMLIMHCKOro YyHBepcuTeTa M. H.W. Muporosa
(MnporoBcKui YHUBEPCUTET), Bpay-neauaTp neauaTpuyeckoro AMarHoCTMYECKOro oTaeneHns POCCUICKON AETCKOM KNMHWYECKOM 60bHULbI
Appec: 117513, MockBa, yn. OcTpoBUTSHOBA, 4. 1, e-mail: trt.iy@yandex.ru

Cratbsi noctynuaa: 21.11.2025, npunarta kK neyatu: 02.02.2026

TMNoKanneMmn4eCcKmii NepUoanYEeCKuin napaimdy — peaKkasi reHeTn4eckas rnatosiorusi, XxapakTepuaytoLlascs CrioHTaHHOM
MbILLEYHOM C/1aboCThbiO BIM/I0Th 40 Pa3BUTUSI Napasinyen, KoTopble COMNpoBOXKAAlTCs runokaamemmen. Pazsutme 3abosieBa-
Hus cBA3aHo ¢ nameHeHusimm reHoB CACNALS, SCN4A, KCNJ2 n KCNJ18, peryaupytolmnx pyHKLIMOHMPOBaHNE NOHHbIX KaHa-
J10B B K/IETKax CKEIETHOM MYCKyaTypbl. B ctaTbe paccMOTpeHbl 0COBEHHOCTM 3TUOIOMMU, KITMHUYECKON KapTUHbI M METOAO0B
JIEYEHNST TUINOKaJIMEMUYECKOro MEPUOAMYECKOro napasnya, a TakkKe O0OCY)KAalTcs BOMNPOChl ero AnoepeHuynaibHoM
[ANarHOCTUKU C ApYyruMu BUAamMn rnepuogudeckmx napaanden. Ocelarorcss crnocobbl MpoPUAaKTUKN 330408 MbILLEYHOH
€/1a60CTH B L{€/151X MOBbILLIEHUS] KAYECTBa KM3HM NaLneHTOB.

KnroyeBble cnoBa: €T, NEPUOANYECKME NAPaINYIM, TMNOKaIMEMUS, INEKTPOSIUTbI, FeHETUKA

Ans yntnpoBanuns: IsaHoB A.A., EpwoBa H.C., KynnyeHnko T.B. [MnokannemMuyeckuim nepnogmyeckmii napanmy: o63op nure-
patypbl. Bonpockl coBpemeHHo# neanatpumn. 2026;25(1):11-16. doi: https://doi.org/10.15690/vsp.v25i1.3003

BBEAEHUE

[MnoKanMemmss — pacnpocTpaHeHHOEe 3NEeKTPONUTHOE
HapylweHWe y JeTen, KOTOPOE XapaKTepU3yeTcs CHUKEHUEM
KOHLIEHTPaLMK CbIBOPOTOYHOIO Kanns MeHee 3,5 MMONb/ N
[1, 2]. NMpHYUHBI pa3BUTUA TUNOKANTUEMUN MHOTOHUCTIEHHDI.
3T0 ¥ NepBUYHbIE NATONOMMYECKUE MEXaHU3MbI, HAanpPsMyto
Bbl3BaHHble 3a60/eBaHNEM, GU3NOOTMYECKUE peaKLnn
opraHmama Ha ¢oHe 6onesHen [1, 2], 1 NPUEM HEKOTO-
PbIX NeKapCTBEHHbIX NpenapaToB (Hanpumep, dypocemuaa,
aLeTuncannuMnoBOn KUCAOTbI, aMaoaunuMHa M napaweta-
mona) [1, 2]. OcHOBHas posb Kanus B OpraHuM3me 4esno-
BeKa — y4dactMe B pabote depmeHTa Nat/Kt-ATdasbl,
perynupytowero GpyHKLMOHUPOBaHWE MOHHbBIX KaHanos [3].
Bepywias ponb B NoAAEPKAHUM FrOMeOCTas3a Kanus npuHag-
NEXUT NOYKaM, OCHOBHbIM AIENO Kanus ABASETCS CKeneTHas
MycKynatypa [4]. Kak noKa3blBaloT KIMHUYeCcKue Habnoae-
HUS, TUNOKaNMEMUSA KaK U30IMPOBAHHOE COCTOSHME Auar-

Artem A. Ivanov, Natalya S. Ershova, Tatiana V. Kulichenko

HoCcTMpyeTcs peako [5, 6]. Huke paccmoTpeHO OAHO M3
TaKUX COCTOSIHUM — TUMNOKaNIMEMUYECKUN NepruoanyecKun
napanwy (FM).

3THONIornusA

MM — peaKas W, Kak NpaBuNO, FreHETUYECKU AeTePMU-
HUMPOBaHHasA MaToJioruns, XxapaxkTepuayoLlwancs pa3BUTUEM
BHe3amnHbIX BANbIX Napanuyen, Yale HUKHUX KOHEYHOCTEN,
Ha GOHEe CHUXEHUS COAEPIKAHUS Kanusa B CbIBOPOTKE KPO-
Bu [7]. Ona TTIMN cBoMCTBEHEH AyTOCOMHO-LOMWHAHTHbIN
TUMN HacnefoBaHWs ¢ pa3BUTUEM 3ab0eBaHUA BCIEACTBUE
BO3HWKHOBEHMS MaTONOMMYECKUX BapUaHTOB FEHOB, KOH-
TPONMPYOLWKX PaboTy KanbLMEBDIX, HATPUEBDIX M KaIMEBbIX
KaHanoB (reHbl CACNAL1S, SCN4A). OnucaHbl cnydau [N
y NaumMeHToB C M3MeHeHusmu reHoB KCNJ2 n KCNJ1S8,
oTBeYvallWmx 3a OGYHKLUMOHUMPOBAHWE HEeMNOCpPeACTBEHHO
Ka/MeBbIX KaHaNoB.
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MpunymHon pasBuTnsa GonblunHcTBa cnydaes TN aBng-
loTcs n3ameHeHmns reHa CACNALS, perynupytollero paéoty
KanbLMeBblX KaHanoB. Haubonee 4acTbiMM MaTOr€HHbIMM
BapuvaHTamu 3Toro reHa (4o 80% Bcex cnyvyaeB 3abone-
BaHug) asastoTca p.R528H n p.R1239H [8]. CoobuiaeTcs
0 HOBbIX BapuaHTax reHa CACNALS, 4yto B 6yaywem no3Bo-
JINT TOYHEE MOHATb CTPYKTYPY NATONOrMYECKUX annenewu, npu-
BOASALWMX K BO3HUKHOBeHMo TN [9]. Ao 10-20% cny4aeB
[TIM obycnosBneHo uameHeHnamun reHa SCN4A, KoTopbin
perynupyeT paboTy HaTpmeBbix KaHanoB [10]. O6cyxaaeTca
naToreHeTM4yeckoe 3Ha4vyeHune B pa3sutum N reHoB KCNJ2
n KCNJ18 [7, 8], oTBevatoLmx 3a GyHKLMOHUPOBAHWE HEMOo-
cpeacTBeHHO KanueBbix KaHanos [10]. B 10% cnyy4aeB aTuo-
norusa MM ocTtaeTtca Hem3BecTHOM [11].

PACMPOCTPAHEHHOCTDb

PacnpoctpaHeHHocTb [T, MO HEKOTOPbIM [AaHHbIM,
coctaBnsier 1-1,5 cayyaa Ha 100 TbiCc. HaceneHus, oauHa-
KOBa Y *EHLMH U Myx4unH [10]. Mpn aToMm, BEPOSTHO, BBUAY
6051€e HU3KON MEHETPAHTHOCTU, KIMHUYECKUE MPOSIBAEHUSA
3a60/1eBaHUA Y }KEHLMH Bonee Nerkme, YTo MoxeT 6bITb Mpu-
YMHOM MEHbLIEro KOIMYEeCTBa AMArHOCTUPOBAHHbIX ClyYaeB
[Ty )ReHwuH [7, 12].

K/IMHUYECKASA KAPTUHA

CumnTombl TN Yawe geboTupytoT B NepBoe gecsatune-
TUE XU3HU (B cpedHeM B Bo3pacTe 5—7 neT), peaKko nosxe
[6, 10]. Tak, onucaHbl cnydyan nosiBNEHWUS NePBbIX MPU3HAKOB
[TIN B BO3pacte 25-35 net, ogHako nocne 35 net pas-
BUTHE 3abonieBaHMa manoBeposaTHo [6, 10]. MuK 4YacToTbl
3MNM3040B Napanuya MNpPUXOAMTCA Ha BO3PaCcTHOW Mnepuoa
¢ 15 po 35 nert [6, 10]. PaHee cymTanocb, 4To ¢ BO3pacTom
YyacToTa MPUCTYNOB CHUXKAETCH, OAHAKO Ha 3TO YKa3blBaloT
TonbKO 21% nauunenTos ¢ TN [13, 14].

BeayLmmn KNMHUYECKNA CUMITOM — BSAJIbIM Napanuny, rmno-
N apedriekcus, Yalle HUXHUX KOHeYHocTen [5, 6]. BepxHue
KOHEYHOCTH 1 Apyrue rpynmnbl MbllL, TAKXKe MOTyT BOB/IEKaTb-
CcA B NaTOMOrMYECKU MPOLLECC, XOT M 3HAYMTENBHO pexe
[5, 6]. B peakux cnyvasax BO3MOXKHO NoparkeHue AblxaTelbHON
MYCKyNnaTypbl C Pa3BUTUEM KMIHEYrPOXKAIOLWMX COCTOSHWUM
[5, 6]. bynbb6apHble M rMasHble MbllLbl B NaTONOrMYECKUN
npouecc o6blYHO He BoBnekatotcs [15]. B 6onblumMHCTBE
cnyyaeB anuzoapl MM pasBuBatoTcsa 40 2 pas B HeAento uim
[0 7 pa3 B MecsiL,, YTO 3HaYUTENIbHO CHUMKAET KAY€CTBO KU3HM
60nbHbIX [5, 6]. Y HEKOTOPLIX NAaLUUEHTOB pa3BUTUIO Napanu-
Ya npejwecTBoBanu MNOBbILEHHAs YCTanoCTb, HapylleHue
NOXOAKM M pa3BUTUE napecTte3un [5, 6]. OgHaKo 3ayacTyto
pPasnIMynTb CUMMNTOMbI-NPEABECTHUKU U fierkoe Tedenune MM
He NpeacTaBNsSeTcs BO3MOXHbIM, YTO CTaBWUT MoA COMHEHWe
MX 3Ha4YeHWe B AMarHOCTUKe 3a60/1eBaHus.

[na NpuUCTynoB xapaKTepHO BHe3amHoe pa3BUTHE, KX
LNUTENBHOCTb MOXET BapbMpoBaTb OT HECKONIbKMX 4YacoB
[10 HECKONIbKMX CYTOK (B CpeaHeM MPUCTYNbl NPOAOIKaloTCS
24 y) [3]. B 601blWKHCTBE Cly4aeB 3aNM304bl Napanuya Kynu-
pylOTCS CaMOCTOSATENbHO, 6€3 NPUMEHEHUS IEKAPCTBEHHbIX
npenapatoB. lpucTynbl MOryT pasBuBaTbCs cpasy nocne
npoo6y>aAeHns uUnn B yTpeHHue 4vacbl [10]. Anunsoan octpo-
ro napanuda npu [TIM Bcerga coOnpoBOXKAAETCH CHUXKe-
HMEM KOHLEHTpaLWW Kanus B CbIBOPOTKE KPOBU (HUXKE
3-2,5 MMO/b/1), YTO OTAIMYAET ero oT APYrmMx BUAOB napanu-
4yen. Mo HEKOTOPLIM AaHHbLIM, CPEAHSAS KOHLEHTPaLMS Kanus
BapbupyeT B npegenax 1,8-2,3 mmonb/n [10]. B mexnpu-
CTYMHbIVM Nepuoj y nauneHTa He BO3HMKAET HUKaKOW HEBPO-
NIOFMYECKOM CUMMNTOMATUKM M Kanob [8, 10].

TpurrepHbie ¢paKkTopbl. B HacToslee BpemMs OOCTOBEPHO
M3BECTHO, 4TO Haubonee YacTbiMM TpUrrepamu npucryna
[TIN gasngtoTcs ynotpebneHne NpoayKToB MNUTaHUs, 6ora-

TbIX YrNeBOAaMM, CTPECCOBbLIE COCTOSHUS (3IMOLIMOHANbHbIE
nepexmBaHus, CTpax), 3HauYuTeNbHble PU3NYECKME Harpys-
KW, ynoTpebneHune ankorons 1 nepeoxnaxaexHue [10, 16, 17].
PazsuTne MM MoxeT 6bITb CNPOBOLMPOBAHO MPUMEHEHUEM
TNIIOKOKOPTUKOWMAOB M aHEecTe3nosiormyeckoro nocobus [10].
B ocHOBe naToreHeTM4yecKoro MexaHu3ma TPUITepHbIX
GaKTOpPOB NEXMT NOBbLILEHNE KOHLIEHTPALMK KaTexonamu-
HOB W MHCYNMHA B CbIBOPOTKE KPOBM, YTO, B CBOIO 04epesb,
BbI3bIBAET NEPEMELLEHNE KaNKSA BHYTPb KIETKU, CHUMKEHUE
€ro KOHLEHTpauun B KPOBM M BMOCNEACTBUW pa3BUTHUE
MbilWeYvyHon cnabocTtu [10].

AUATHOCTHKA

[eHeTMYeCKoe TecTMpoBaHWE PEKOMEHJOBAHO B Kaye-
CTBE NMEPBOro AMarHOCTUYECKOro LWara npu KIMHUYECKOM
nogospeHuun Ha TN [18, 19]. B cayvyae ecnun anarHo3 [N
He yaanocb MOATBEPAUTb TEHETUYECKUM WCCedoBaHUEM,
HeobxoaAMMo npoBefeHne anddepeHLUmanbHON AMarHoCTUKK
C APYrMMM HEPBHO-MbILLEYHbIMX 3a60/€BaHUAMMK C NpUMe-
HeHMeM anekTpoHenpommorpadpum (GHMI) — CTUMYNALMOH-
HOW (B TOM YMCNEe AEKPEMEHT-TECT — UCCNeoBaHUe HEPBHO-
MbllEeYHOW Nepeaayn) u uronbdaton [18, 19].

Pesynbratbl HEMPOOU3UONOrMYECKUX UCCNefoBaHUN
MOTYT OTIMYaTbCA B 3@aBUCMMOCTU OT MPOAOSIKMTENbHOCTH
KNMMHUYECKUX CUMMTOMOB, CTEMEHU THXKECTU COCTOSAHUSA
(oT 04aroBoro napesa [0 NOJSIHOro Napanuya), HannMuus anu-
30/a MblLLIEYHOM cNaboCTh Ha MOMEHT NpoBeAEeHUs uccneno-
BaHMWS UM HAXOXAEHUS NaLMeHTa B MEXMNPUCTYMHOM Nepuo-
ne [18, 19]. Bo Bpems camoro npuctyna AaHHble 3a4acTyto
HecneunMduryHbl. QHMI AEMOHCTPUPYET YMEHbLUEHME YMcna
[ABUraTeNbHbIX €ANHULL U, BOBMOXHO, MMOMATUYECKME Hapy-
weHus [18, 19].

BaxHO OTMETUTb, YTO MpPW BbINOAHEHMM IHMI MOXKHO
HabnoaaTb HapyLleHWe MblleYHON BO36BYANMMOCTH Nocne npo-
BelleHUs TecTa C AMTeNbHON GU3nyeckon Harpyskon (long
exercise test; LET). AnarHoctnyeckum npudHakom [T no
pesynstatam LET aBnsetca aekpemeHT 6onee 30% NOTEHLM-
ana gencteusa Mbliwy, [19]. CHuKeHne meHee 30%, HO 6onee
20% MeHee crneundUYHO U MOXKET yKasblBaTb Ha Apyron auar-
HO3. MHOroYMcneHHble nccneaoBaHusa NoKasbiBatoT, Y4To LET
SIBNSIETCS BbICOKOYYBCTBUTENbHBLIM U CNELUDUYHBIM METOLOM
amnarHocTtunkm [19, 20]. YysctButenoHocTb LET TecHo cBA3aHa
C aKTUBHOCTbIO 3ab601eBaHus. TaK, NonoxKuTenbHbl LET oTme-
YeH y BCeX NauMeHTOB C 4YacTbiMu npuctynamu MM n 4yTb
6051€e YeM Yy NONOBMHbI MALMEHTOB C PEAKMMU MPUCTYNamu
Unn nporpeccupytollen cnabocetbio [19, 21]. 3To NnoaTBEPHK-
[aeT, 4TO MaLMeHTbl CO CMOHTaAHHbIMM MpUCTynamu cnabo-
CTU C 6OsblUeN BEPOSATHOCTbIO 6yayT MMETb MPUCTYN nocne
CTaHAapTM3UMPOBAHHOIO MPOBOKALMOHHOMO MaHesBpa [19].
CHukeHune LET 6onee yem Ha 30-40% nocne TPeHUPOBKMU
YKa3blBa€eT Ha NONOXUTENbHbIM pe3ynbtaTt LET [21].

B HacTosiuee Bpems ans guarHoctuku MM npeanoxeHsbl
KIIMHUYECKNe Kputepuu (Tabn. 1) [22]. YKa3aHHble Kputepum
YHUBEPCasbHbl ¥ NPOCTbl B MPaKTUYECKOM MCMONb30BaHUMN.
MoMuMo Pu3nKanbHOro ob6cnefoBaHus naymeHTa, B 0653a-
TENbHOM MopsaKke Heo6xoAMMO BbINOMHATL UCCNefoBaHue
COAEepKaHUS 3NEKTPONIUTOB B CbiIBOPOTKE KPOBM, H4TO NO3BO-
SINT YCTAHOBWTb HaNWyMe WAW OTCYTCTBME TMMOKaIUEMMM.
B pamkax auddepeHumanbHOM AMArHOCTUKKM C APYrumu
npuYMHamMM napanuya, B MNepByld oyepenb, HEOOXOAMMO
WCK/IOYUTb BO3MOXKHbIM Ae6oT Muonatui. [Ans atoro cne-
LyeT [OMOMHWUTENbHO MCCnefoBaTb aKTMBHOCTb acnaprtaT-
amMuHoTpaHchepasbl, KpeaTMHOOCPOKMHA3bI, NaKkTaTaeru-
aporeHasbl. [Mpu TN 3T NnoKasaTenu A0MKHbI HAXOAUTbLCH
B npegenax pedpepeHcHbIX 3HadyeHun [22]. Takxe ¢ uenbto
UCK/IOYEHNS MUONATUM PEKOMEHAYETCS BbINOAHUTL 3EK-
Tpomuorpaduio [22]. buoncunsa mbiww npu TN He nmeet



Ta6nuua 1. [lnarHoCcTM4ecKne KpUtepmm runoKanmueMmMyecKoro nepmoanyeckoro napannya (agantupoBaHo ns [22])
Table 1. Diagnostic criteria of hypokalemic periodic paralysis (adapted from [22])

2 v 6osnee anNn3o4a MblLIEYHON FTMNOTOHMU, CONMPOBOXAAIOLLUXCA JOKYMEHTUPOBAHHON rMNOKanMeMuen (Kanui cbiIBOPOTKK < 3,5 MMonb/n)

nnn

1 3Nn30[ MblLLEYHON FTMMNOTOHMK Y NpobaHaa U 1 aNn30[ MbllEeYHON FTMNOTOHWUMU Y POACTBEHHWKA C YCTAaHOBIEHHOW rMNOKanneMmen

nnn

3 unu 6onee 13 cneayoLmx KpUuTepues:

® 1e6l0T CUMNTOMOB Ha NEPBOM,/BTOPOM AECATUNETUN KU3HU

® MPOAOIKUTENBHOCTb MbILIEYHOW TMNOTOHMK 6onee 2 Y4 (NPU NopaXKeHWn 0HON NN HECKOJIbKUX KOHEYHOCTEN)
® BO3HWKHOBEHWE 3MM3040B MOCNEe BO3AEMCTBMA OMpeAeneHHblX TPUITepoB (CTpecc, ¢duanyeckass akKTUBHOCTb, ynoTpebneHue efpl,

6oratow yrnesoaamu)
® perpecc cMMNTOMOB Ha $GOHe Npvema pacTBopa Kanus

° NoATBEPXKAEHHbIE NaTonornyeckne BapuaHTbl reHoB CACNALS, SCN4A, KCNJ2/KCNJ18 wvnu Hanuine yCTaHOBNEHHbIX CEMENHbIX

anuzopgos MMM
® nonoxutenbHbi LET

McKntoveHne apyrux NpUdYnH runoKainemMmm

lMpumeyarme. LET — TecT ¢ agnmTtenbHom duanyeckomn Harpyskow; MMM — runokanMeMuyecknii nepuoanMyeckuii napanmu.
Note. LET — long exercise test; HPP (I'T1IM) — hypokalemic periodic paralysis.

ANarHOCTUYECKOro 3HaYeHUs BBMAY OTCYTCTBMSA cneundurye-
CKMX MOPPONOrn4yecKknx nameHeHnn [10].

HecoOMHEHHO, BaXKHbIM MYHKTOM [AMArHOCTUYECKMUX KpH-

Tepues TN aBnseTcs GaKT UCKIOYEHUS anbTepHaATUBHbIX
NPUYMUH TUNOKANIMEMUK, MOCKOJbKY BO3MOMXHO pasBuUTUE
BTOpKYHOro MM Ha poHEe HEKOTOPbLIX COMaTUYEeCKMX 601e3-
Hen [6, 10, 22]. B ux yucne:

naTonoruMa LWWMTOBUAHOW >Kenesbl € rMnepTMpeo3om
(noKasaHo onpefeneHne KOHLEHTpaLMn TMPEOTPOMHOro
ropmoHa (TTI), cBo6oaHOro TMpoKcuHa (T4cB.), yneTpa-
3BYKOBOE UCCNefoBaHWE WMTOBUAHOM Xenesbl; HU3Kas
KoHUeHTpauusa TTI npu BbICOKUX 3HaYeHusax T4cB. noa-
TBEPXKAaeT Hanmyue runeptnupeosa) [23];

cuHapoMm AHaepceHa — TaBuna — peakoe (pacnpocTpa-
HEHHOCTb OKOJ10 1 ciydas Ha 1 MSIH HaceneHusl) reHeTu-
yeckoe 3aboneBaHue, BO3HMKatolLLee BCneacTBME nato-
FEHHbIX M3MeHeHu B reHe KCNJ2 n nposBastoweecs

Tpnagon CMMNTOMOB: 3NU304aMW MbllLIEYHOM cnabocTn
C BO3HWKHOBEHWEM T[WUMOKANMEMUM, XKENYAOUYKOBbLIMHU
apUTMUAMU U YAIMHEHWEM WHTepBana P-Q, cTurmamu
OMCcaMbpuoreHesa (CUHAAKTUANK, HUSKKUIM POCT, CKOSINO3,
rMnepTenopmn3mM, HU3KO MOCaXKEHHbIE YLK U YMEHbLUEHWE
HUXXHER 4ventocT). BaxkHoe otnnume ot ITIIMT — BO3-
HUKHOBEHMWE 3MM30A0B CUMHKOMAa/bHbIX COCTOSHUI U yya-
LWEHHOro cepauebueHuns, YTo YKal3blBaeT Ha Hanuyue
HapylweHun putMa cepaua. B aTom cnyyae HeobxoamMmo
He TONIbKO BbIMOHUTbL PYTUHHYIO 3N1EKTPOKapanorpadmio,
HO M MPOBECTU CYTOYHOE XONTEPOBCKOE MOHUTOPMPOBA-
HUE 3NleKTpoKapanorpaMmmbl [24—26];

Apyrue COCTOSIHUS, NPOTEKAOWME C XPOHMYECKOW rnno-
Kanvemuen (Hanpumep, TybynonaTuu, 3aboneBaHus
KeNyaoYHO-KULIEYHOro TpaKTa, COoMnpoBOXAatounecs
notepen Kanus), AMarHOCTUHECKUM anroputM KOTOpPbIX
npeacTaBieH Ha pUcyHke [27].

PUCYHOK. [IMarHoCTUHECKUA aifOPUTM MPU XPOHUYECKOW MMNOKaNMEMWH, BbI3BAHHOM COMATUYECKUMK 3a60NEBAHUSIMU
Figure. Diagnostic algorithm for chronic hypokalemia caused by somatic diseases
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nedvunt IMYPETUKOB KeToaumaos CuHagpom
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HenynoyHo- TY6YNAPHbINA MpumeHeHne
KULLEYHble aunpos 1-ro [MYPETUKOB
norepwu M 2-ro TMna PBoTa

MCTOYHUK: aganTupoBaHo u3 [27].

Source: adapted from [27].
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Apyrue dpopmMbl NnepuoaUveCcKUxX napaamyen

BbigensoT psag apyrux ¢opM nepuoanyecKkmx napanuyen,
OTAMYHbIX OT TN M He CBSI3aHHbIX CO CHUXXEHWEM KOHLIEH-
TpauuMmM Kanua B CbIBOPOTKE KpoBW. HanpoTtws, Ana HuWXx
XapaKTepeH NOBbILWEHHbI WX HOPMalbHbIM YPOBEHb Kanus.

MMnepkanmemMm4eckuit NepuoanYecKun napaimy —
pefKkoe reHetTuyeckoe 3aboneBaHWe C MEHblUEW, B CpaB-
HeHnuun c TN, nonynaunoHHon 4actoton (1 Ha 200 ThbiC.
HaceneHwus), Bblpakalolleecs 3nM3o4aMu MbllEYHOW cna-
60CcTH, apednekcun u conpoBOXAaatoleecs MOBbILLEHHON
(> 4,5-5 mmonb/n) nnn HopmanbHou (oT 3,5 ao 5,5 mmonb/n)
KOHLIEHTpaLMen Kanus B CbIBOPOTKE KpoBu [28, 29]. 3ToT
BMA NEpUOAMYECKOro napanmMya accouMMpoBaH C NaToreH-
HbIM BapuaHTOM reHa SCN4A, perynupylouwero GyHKLMO-
HUMpPOBaHME HaTPMEBBLIX KaHaNoB, B pe3y/lbraTe KOTOpOro
NPOUCXOANT HapyllEeHNEe MHAKTUBALMM HAaTPUEBbLIX KaHaNoB
nnu, HaobopoT, Ux cTonKaa aktuBauus [30, 31]. Bospact
nebota 3ab0neBaHUs, KaK NpaBWIo, TaKOM Xe, KaK npu
TN [32]. MNepBble CUMNTOMbI NOABASIOTCA B NEPBOE ecs-
TMneTue *u3uu [32]. B otnume ot MMM, agna runepkanmemu-
4YECKOro nepuoamMyeckoro napanunya xapakrepHbl MEHbLUWI
BPEMEHHOM UHTEPBa NpUCTyna, KOTOPbIKM 0ObIYHO ASIUTCH OT
HECKOJIbKMX MUHYT A0 4 4 [32], 6onee anuTenbHOe coxpaHe-
HWE 3MNU30[0B U OTCYTCTBME YMEHbLUEHWUS CTEMEHU TAKECTH
napanuyen ¢ Bospactom [3, 5]. B 60nblIMHCTBE cly4aeB
B MaTONIOMMYECKMM MPOLLECC BOB/IEYEHbI MbllWLbl KOHEYHO-
CTen, TynoBMLLA W fiMLa, HO He AblxaTelbHOM MYCKynaTypbl
N cepaeyvyHon Mblwubl [15, 27]. JnarHocTM4yecKue Kputepum
rMnepKaineMmyeckoro nNepuoanyecKoro napanuya npeg-
cTaB/ieHbl B Tab. 2 [22].

HopMmoKannemm4yeckuii nepuoagnM4ecKkmin napaimy —
camas peaKkas Gopma, Npu KOTOPOM TaKXKe pa3BMBaloT-
CSl 3MM304bl MbILEYHON MMNOTOHUM, HO MPU HOPMaNbHbIX
KOHLIEHTpaUMUSAX Kanusg B CbiIBOPOTKe KpoBu [22, 33].
KnnHuyecKas KapTuHa 3TOro BMAa napanamya cxoxa c Tako-
BOM MpKW APYrnx BapuaHTax NepuoanMyeckoro napanunya.
B nocnegHee BpeMsi HOPMOKaJIMEMWYECKUW MNapanuy He
paccmaTpmMBaloT KaK caMocTosiTesbHoe 3aboneBaHue,
a cyMTaloT ero otaenbHOM GOPMOWM FMNepKaaIMeMmn4ecKoro
nepuoanyeckoro napanuya [34, 35].

BpoxkaeHHas napaMmMoTOHMs — 3TO FeHeTU4ecKas narto-
JIOTUSE C ayTOCOMHO-AOMWHAHTHbIM TUMOM HacnefoBaHUs,
XapaKTepu3yLlascsa CTOWKOW, HO He nporpeccupyolemn
MbllIEYHON C€naboCcTblo (Yalwe naToNnorM4yecKMin npolecc
3aTparnBaeT Mbllilbl BEK, WEN U BEPXHUX KOHEYHOCTEN)
6€e3 Ha/lM4ynsa 3NEKTPOSIUTHBIX HapyLWeHun [22, 36]. Anu3oabl
napanuya o6bl4HO ANATCH OT HECKOIbKUX MUHYT O HECKOSb-
KuUX YacoB. 3aboneBaHue CBHA3aHO C U3MEHEHUEM reHa

HaTpueBbIX KaHanoB SCN4A [22, 36]. OTANYUTENBbHOW OCO-
6EHHOCTbIO 3TON POPMbl MEPUOANYECKOrO Napanuya ABng-
€TCS OTCYTCTBME 3NIEKTPOSIUTHBIX HapYLUEHWN, COCTOSIHUE
NPOBOLIMPYETCH UCKIIOYMTENbHO TpUITepammn (BO3aencTeme
Xof04a 1 pu3mnyeckas akTUBHOCTb) [36].

NMPO®UJIAKTUKA

OcHoBa npodunaktukm [T — HemMeanMKaMeHTO3Has
Tepanus. Y4nTblBas BAUSHWE TPUITEPOB Ha pa3BUTUE 3MU30-
[OB napanuya, Heo6xoanMo cobtaaTb MEPOMNPUATHUS MO UX
npeaoTBpaLLEHMIO.

MauneHTtam c MM peKomMeHaoBaHO U3MEHEHUe paLMoHa
MUTaHUA C WUCKIIOYEHMEM MPOAYKTOB, GoraTbiX yriaesogamu
[10, 37]. 3ta mMepa HanpaB/ieHa Ha WCKIYEHWE 3MNU30A0B
AKTMBHOIO U PE3KOro NOBLIWEHUS KOHLEHTPaUUW MHCYMHA
B KpoBW. TakkKe naumMeHTam HeobxoamMmo usberatb AnuTeNb-
HbIX U UHTEHCUBHbIX GU3NYECKMX HArpy3o0K, HO He OTKa3blBaTb-
Cs1 OT PUBMYECKON aKTUBHOCTM MOJSIHOCTbIO, MOCKOJIbKY NErkune
TPEHUPOBKM HE MPUBOAAT K Pa3BWUTUIO 3NM30A0B Mapanuya
[10, 37]. HeobxoamMmo ctapaTbCs He [OMyCcKaTb CTPECCOBbIX
CUTyaLLMi, NepeoxaXKaeHns u NPUMEHEHUS NpenapaTtos, Cro-
COOCTBYIOLIMX BblBEAEHMIO Kanua ua opralmama [10, 27].

[ToMMMO HeMeaNKaMeHTO3HOM NPOodUIaKTUKKU, B HACcTo-
fllee BpeMS NPUMEHSIOT psf NeKapCTBEHHbIX NpenapaTos,
npenoTBpawalwmx pasButne npuctynos. [lpodunaku-
YECKUIM Mpuem npenapatoB Kafus CHUXKAET PUCK pa3Bu-
TUS MPUCTYNOB, 0COGEHHO ecnun npenapaTtbl NPUHUMALOT 3a
HEeCKONbKO 4YacoB A0 npeanonaraemoro anusoaa [10, 27].
Hanpumep, naumeHTam, cTpagatoLmMm OT yTPEHHMX 3MM3040B
[TIM, BO3HMKaOWMX cpaldy nocne npobyxaeHus, noKasaH
HOYHOM npuem npenapata Kanusa [10, 27]. MNMogbéop AO03bl
OCYLLECTBNSETCA AMMMUPUYECKM, Yalle AOCTaTOYHO pa3oBoOM
no3bl 20-30 mmonb/n, NnpuHMMaemon 3 pasa B AeHb [3].
B HEKOoTOpbIX Ciydyasax K Kanuio peKoMeHAoBaHO A06aBnsATb
npenapaTbl MarHWs A CTUMYJMPOBAHMUSA €ro MnoyeyHowm
peabcopbuunu [22].

Take B KadecTBe MNpodunakTU4eCKUX MepOonpUATUR
BO3MO}HO MPUMEHEHME NIEKAPCTBEHHbIX MpenapatoB M3
rpynnbl UHIMBUTOPOB KapboaHrMapasdbl — aleTalonamMuia
n amxnopdeHamuaa (He 3aperucTtpupoBaH Ha TeppuUTopuMn
Poccunckon depepauun) [10]. MexaHM3M AeWCTBUS 3TOM
rpynnbl NpenapatoB 4O KOHLUa He siceH. lNpegnonaraetcs,
4YTO pas3BWTME aumMao3a M aKTMBaLMS KalueBblX KaHanoB
MOTYT NPMBOAUTb K KynupoBaHuio anusogos TN [38, 39].
CTaHOapTU3MPOBAHHON CXEMbl NMPUMEHEHUS aLeTaslonamMmu-
na ans nevexus TN He cywecTByeT, 04HaKO Yalle Bcero ang
neten pekomeHaytT aody 5-10 Mr/Kr/cyT, pasgeneHHyto
Ha 3 npuema [10]. Mpu atom y 30% nauMeHTOB fleveHne

Ta6nuua 2. JnarHoCTUYECKUE KPUTEPUU TUNEPKATTMEMUYECKOro NEPMOANYECKOro nNapanumya (agantMpoBaHo 13 [22])
Table 2. Diagnostic criteria of hyperkalemic periodic paralysis (adapted from [22])
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A. 2 unu 6onee anu3ofa MblleYyHon cnabocTu (Mapanuya) nNpu YCTaHOBNEHHOM MOBbIWEHUK (> 4,5-5 MMOb/N) KOHUEHTpaLun Kanus

B. 1 anu3o4 Mbllwe4vyHoM cnabocTu (Napanunya) y npobaHaa U poACTBEHHMKA, CONPOBOXKAAIOWMNCSA rMnepKannemMmen

C. Hannuure 3 13 6 cnegyomx KIMHUYECKUX CUMNTOMOB!
e ne61oT 3ab6oneBaHua B Bo3pacTte ao 20-30 net
® MPOLOSIKMUTENBHOCTb 3NN304a Napanuya meHee 2 4
® Hanuyve TPUrrepoB, MPOBOLIMPYOLLMX 3MM304bl Napanuya
® MWOTOHUS

® MONOXMTENbHbIN LET

® Hanuyve 3ab6oneBaHus Y POACTBEHHUKOB U BbIIBNIEHHbIN NaTONOrMYecKnin annenb reHa SCN4A

D. UcknioyeHne ansTepHaTUBHbLIX NPUYUH TUNEPKaIneMmun

lNpumeyaHne. LET — TecT ¢ gnutenbHom duanyeckon Harpyskow; MM — runokanneMmuyeckunii nepuoamyecKkui napanmy.
Note. LET — long exercise test; HPP (I'TIM) — hypokalemic periodic paralysis.




aLeTa3oaMnaoOM MOXET He MPUBECTU K KIMHUYECKOMY
apbdeKTy, a y 4aCcTv nauMeHToOB C MaTOreHHbIM BapuaHTOM
reHa SCN4A — ycyry6utb Tevenune MM [10].

AnbTepHaATUBOW WHIMGMTOpPaAM KapboaHrnapasbl MOryT
ObITb Kanuncoeperaowme AMYPETUKU CMMPOHONAKTOH U TpU-
amTepeH [10]. B otgenbHbIx cnydasx coobliaetcs 06 adodek-
TUBHOCTM Tepanuu HEKOTOPbIMKU MNPOTUBOCYAOPOXKHBIMU
npenapatamu (tonupamart) [40, 41], ogHaKo pe3ynbTaThl
3TUX HaGNOAEHUI HEOOXOAMMO NPOBEPUTb B KIIMHUYECKMX
nuccneaoBaHuUsX.

OaHUM K3 TpurrepoB pa3sutus TN MoXKeT GbiTb aHecTe-
318, 4TO TpebyeT AOMONHUTENBHOrO MOHUTOPUHIA COCTOAHMS
nauneHTa M KOHTPoONs nabopaTopHbIX NOKa3aTenen Bo Bpe-
Ms ee nposegeHus. Mpun atom naumeHTol ¢ MM noaBepKeHbl
pPa3BUTUIO 3M10KAYECTBEHHON rMNEepTEPMUU, HYTO TaKKe HEeob-
XOAMMO Y4uTbIBaTb NPU NaaHWpoBaHUKn aHectesum [10].

JIEYEHME OCTPOroO NMAPAJIMYA

OcHOBHas 3agaya npu neyvyeHnn ocTporo annaoaa napa-
fiM4a 3aKNoYaeTcs B KOPPEKLUMU BO3SHUKLWEN TMNOKaNIMEMUMN.
EAMHCTBEHHBIM MPEANOYTUTENbHBIM NyTEM BBEAEHWS pac-
TBOPOB Kanusa ABNSETCS NepopasbHbli: OH TaK e apdeKTn-
BEH ANS KOPPEKLMMN TMNOKaIMEMMNH, KaK U NapeHTepanbHoe
BBeaeHue [10]. PekomeHayemas HavanbHaa fo3a pacTBopa
Kanusa coctansieT 0,5-1,0 MMONb/KI OAHOKPATHO B AOMOS-
HeHve K npodunaKTUYecKon [o3e Kanus (ecnu nauueHT
NPUHUMAET npenapaTtbl Kanua B Lensax npodunaktnkm) [10].
Mpn HeadDEKTUBHOCTU NepBOHAYaNbHON [03bl BO3MOXEH
NMOBTOPHbLIM Mpuem pactBopa Kanus B fose 0,3 MMONb/Kr
(30% HavanbHOM A03bl) Kaxable 30 MUH. Mpy 3TOM o6LLas
CYyTO4YHas [03a He [o/MmKHa npeBbiwate 200 mMmonb [27].
BHYTpMBEHHOE BBeAEHWE Kanus He AOMKHO MPUMEHSATbCS
KaK pyTMHHas npoueagypa y naluMeHToB € OCTPbIM 3MM3040M
['MMN. K nokasaHusaM 4na BHYTPUMBEHHOIO BBEAEHWUS pacTBO-
POB Kanunsi OTHOCAT Pa3BUTHE KUIHEYrPOXKaoLWMX COCTOAHUM
M HEBO3MOXHOCTb CaMOCTOSATENbHOrO MepopasbHOro npu-
ema [42, 43]. Mpu nerknx npuctynax napanuvya peKoMeH-
[OBaHa nerkasa dusnyeckas Harpy3ka Kak anbTepHatuBa
MeanKameHTO3HoMY fiedeHunto [10].

NMPOrHO3

Mpn cBOEBPEMEHHON AMArHOCTUKE U NPaBUIbHO NOL06-
paHHOW Tepanun Ka4yecTBO XMU3HKU nauneHToB ¢ [N 3Ha4u-
MO He cHwkaeTcs [10]. MNpu 3TOM OHO 3aBUCUT OT MHOXe-
cTBa GaKTopoB, B TOM 4WUCNe KOMMIAEHTHOCTU NauumeHTa.
B 60/blIMHCTBE Clly4aeB M3MEHEHUS o6pasa HU3HU U/Unn
[OMONHUTENBbHON MNepopanbHOW AoTauuuM Kanus ObiBaeT
[OCTaTO4HO A/19 3HAYMMOrO YMEHbLUEHUS YUchna 3nM3040B
napanuya [10]. HecmoTps Ha Nerkoctb U AOCTYNMHOCTb MEPO-
npusaTni no npodunaktTure MMM, Ka4eCTBO XXU3HU NaLMeHTOB
MOXET CHMMKATbCS M3-3a 60MbLIOro KonM4yecTBa rocnuranm-
3aunn. Mpun n3y4yeHnn mHeHus nauueHTos c¢ MM ¢ npume-
HeHnem onpocHuKa INQoL (Individualized Neuromuscular
Quality of Life questionnaire) 6bi710 BbIIBEHO, YTO MblLUIEY-
Has cnaboCTb M YCTanoCTb SABASIUCb OCHOBHbIMWU CUMMTO-
MaMu, MPUBOAALLMMU K CHUKEHUIO KaYyecTBa UX KU3HuU [44].
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AYTOMMMYHHbIU FacTPUT y AeTeu:
KJIUHUYECKUHN cnyyan y 6JIM3HeL 0B U POJib
3HAOCKOMNUU B paHHEU AUarHOCTUKe

KoHTakTHasa undpopmauusn:

Tennos Bagnm Onerosuy, KaHAMAAT MEAULIMHCKUX HaYK, Bpay-3HAO0CKONUCT [eTCKOro 3HAOCKONUYECKOro LieHTpa [1eTCKOM rOpOACKOM KIMHUYECKOK
60NbHULbI UM. H.®. dunaTtoBa

Appec: 123001, MockBa, yn. CagoBasi-KyapuHckas, 4. 15, e-mail: teplov.vo@yandex.ru

Cratbs nocrynuna: 17.11.2025, npuHsaTa K neyatu: 02.02.2026

060cHoOBaHMe. AyTOUMMYHHbIN ractput (AUIN) — XpoHUYEeCKOoe UMMYHOOMNOCpeAOBaHHOe 3aboieBaHue, npu KOTOPOM Mpo-
WCXOAMT MOParKeHMe nNpenmyl|eCTBEHHO KIETOK CAU3UCTON 060JI04KU TeNa 1 Ha XKenyaKa, XapaKTepu3yolLeecs: pa3BUTUEM
/ZIByX OCHOBHbIX TUIOB ayTOAHTUTEN: aHTUTEJ K NapueTasbHbIM KIETKaM XKenyaKka u aHTUTeN K BHYTPEHHeMY ¢paKTopy Kactna.
OcobeHHOCTH MposIBAEHNS 1 anarHocTukn AUIT y fgetei B HacTosLee BpeMsl He OrnpeaesieHbl BO BCeM Mupe. OnucaHnue Kiau-
HUYecKoro cny4as. [leBoyKka, 13 neT, ¢ xanobamu Ha nepuogndeckue 601u B uBoTe. HabarogaeTcsi o MecCTy KUTEIbCTBaA
M0 noBoAYy PeunanBUPYIOLLEN Kene304epuUUUTHON aHeMUU. B aHaim3e KPOBMW BbiSIBIEHO [OBbLILIEHWNE YPOBHSI aHTUTEs
K JeamMuanpoBaHHbIM nentuaam muaamHa knacca IgG — 26,0 Eg/mn, aHTutena K muaamHy knacca IgG — 72,0 Eq/mn, aHTu-
Tena K mumaamHy knacca IgA — 38,0 Ea/mn. HanpasneHa B JeTckuii aHgocKonndyeckui yeHTp MbY3 «ArKb um. H.®. dunatoBa
A3M» o719 UCKIIOYEHUST [TIIOTEHOBOW 3HTeponatuu (Leinakuu). BbinosHeHa a30¢aroractpoyoqeHOCKonus, 3arnofo3peHa
rceBAONUIOPMYECKas MeTanna3usi CM3UCTON 0B0/I0NKM Tesla KenyaKka, KoTopasi 6blia noATBep»AeHa rMcTO0rMYECKH,
3anofo3peH AUT. B panbHenleM BbIsIB/IeHbl aHTUTENa K NapueTalsibHbIM KeTKaM xenyaKka Kiacca IeG — > 100,0 Ea/mn,
pebeHKY OKOHYaTe/lbHO ycTaHOBeH anarHo3 AUT. [locne 6bina o6cneoBaHa cectpa-6an3HeL JeBOYKM C aHaaormyHbIMmu
)anobamu. 1o gaHHbIM MPOBEAEHHbIX UCC/IeJOBaHMI y Hee TakKe 6bli BepupnumnpoBaH AUT. 3akndeHue. Y geten AU
4acTo MPOTEKAeT CO CTePTON KIMHMYECKOHM CUMMTOMATMKOMN, YTO MPUBOAMUT K YCTAHOBJIEHUIO AMArHo3a /uilb CryCTsl rofbl
nocne Havana 3aboneBaHus. PaHHss agnarHocTrka AV nmveeT 0cobylo BayKHOCTb, NOCKOJbKY laHHasl NaTo/10rms MOXET Mpu-
BOAMUTb K Pa3BUTUIO CEPbE3HbIX OCIOKHEHUH, BK/IOYasl aleHOKapLMHOMY, HENPOIHAOKPHUHHBIE OMyXOn KeyaKa, aTtpopuio
C/IM3UCTOM 0600YKH, NEPHULIMO3HYIO aHEMUIO M Ap. B CBSI3U ¢ 3TMM HEOBXOAUMbI KOMIMJIEKCHbINA NOAX0A] M HACTOPOXKEHHOCTh
npn o6cnegoBaHUM NaLMEHTOB C paKTopamMu pUcKa (enesoaepuumnTtHas aHemusl, NeEPHULIMO3HasH aHeMUS], ayTOUMMYHHbIE
3ab0/1eBaHu1s LMTOBUAHOM Kene3bl, caxapHbii gnabet 1-ro tmna, ueamakusi, BUTUINIo, 601e3Hb AgancoHa). B HacTosee
BpPEeMSs 3HAOCKOIMUYECKOe McCieoBaHme ¢ BblMOAHEHNEM BUOMNCUM IBASIETCS OAHNM M3 BEAYLMX METOAO0B ANarHOCTUKM.
KnioyeBble cnoBa: ayTOUMMYHHbIN racTpuT, AETH, aHEMUS, aHTUTENA K NaprueTasibHbiM KAETKaM XesyaKka, aTtpodusi cim-
31CTON 060JI0YKM XKeyAKa, KIIMHUYECKUI ClyYan

Ansa yntupoBanunsa: Tennos B.O., Abpaman A.M., CtapuHey [.A., MatBeeHKo E.H., KopuyarmHa H.C., JopouweHko T.B.,
YyHaokoBa M.A. AYTOUMMYHHbIW racTpuT y AeTEN: KIUHUYECKUI cinydan Y 6/IM3HELOB U PO/b S3HAOCKOMUU B paHHEN AuarHoc-
TUKe. Boripockl coBpemeHHow negnatpmmn. 2026;25(1):17-22. doi: https://doi.org/10.15690/vsp.v25i1.3009

OBOCHOBAHME KOHLEHTpaUnn nencuHoreHa | B CbIBOPOTKE SABNSETCA

AyTOMMMYHHbIN racTpuT (AUl BrnepBble 6bl1 OMUcaH
O.R. Mclntyre 1 coaBT. B 1965 I. y NaUMEHTOB C NEPHULINO3-
HOW aHeMMKeN, y KOTOPbIX Habnoaaamcb rmMcTaMMHOYCTONYN-
Bas axnopruapus, atpodus CiM3ncTon 060/104KKN KenyaKa
W aHTUTEeNa K BHyTpeHHeMy paKTopy Kactna [1].

AUT conpoBOXKAaeTca yTpaTton napueTanbHbIX KIETOK,
KOTOpble OTBETCTBEHHbI 3@ CEKPELMIO COMASHOM KUCNOTbI
1 BHyTpeHHero daktopa Kactna [2]. OTcyTcTBME NPOayKLMK
CONSIHOM KWUCNOTbl CTUMYNIMPYET BblAENEHNE racTpUHa, YTO
NPUBOAMT K TMNEpracTpuHEMUU U runepniasmn racTpuH-
npoayumpytowmx G-KneTok B aHTpanbHOM OTAENE XKenyaKka.
OTCyTCTBME BHYTPEHHEro dpaKkTopa NpMBOAMT K HapyLIEHWIO
BCacbiBaHWs B MOAB3/AOLWHON KULIKE BUTaMUHa B,,, 4TO,
B CBOIO 04epesb, BedeT K ero gedbuumnTy U pa3Butuio mera-
no6nacTHom aHemuu (NEPHULMO3HOM aHEMUM). CHUKEHUE

pe3ynbTaTtoM pa3pyLleHUs rMaBHbIX KNETOK XKenyaKa.

AUT Yalle BCTPeYaEeTCs Y XKEHLWUH, YEM Y MYXUYUH, —
B cooTHoweHun 3 : 1 [3]. CpeaHu BO3pacT NauneHToB
¢ AUT coctaBnset 67 net (18-94 roaa). NMpun atom pac-
NpPOCTPaHeHHOCTb 3aboneBaHua yBeNIMYMBaEeTCs C BO3-
pacToMm: Yalle OHO BCTpeyaeTca y nuu ctaplie 60 net [4].
Tem He meHee, cnydyan AUl oTmMevaloTcs M B AETCKOM
nonynsunu, O 4em CBUAETENbCTBYIOT OTAE/IbHblIE OMU-
CaHHble B nuTepaType KiauMHUYeckune HabnwoaeHus [5, 6]
W pesynbTaTbl HEJABHEro0 MEeXAyHapOAHOr0 MHOMOLLEHT-
poBOro uccnefosaHus [7].

Llenb npeactaBneHns AaHHOrO KIIMHUYECKOro cyvyas —
onucaTtb pefKoe 3abosieBaHne, BCTpedalolleecs B JETCKON
nonynsiumm,  NoAYEPKHYTb 3HAYMMOCTb SHAOCKOMUYECKOro
nccneaoBaHuns B agnarHoctuke AU,



Puc. 1. 3I1C naumeHTKM 1: HapylieHre anddepeHLMPOBKM nepexoaa
NULLEBOAHOMO 3NUTENNS B XKENYA0YHbIM Ha YPOBHE 3y64HaTON IMHWUK
Fig. 1. EGDS of patient 1: impaired differentiation of the
esophageal epithelium transition to the gastric epithelium at the
dentate line

KJAMHUYECKUIA NPUMEP

MauunenT 1

[esouyka, 13 net. Co cnoB Mambl, 3 roga Ha3ag ob6paTu-
fla Ha cebs BHMMaHWe NepuoaMYEeCcKM BO3HMKalOWas aHe-
MU y pebeHKa. ANneTUT CoXpaHeH, MSACO B paLyoHe pas-
HooGpa3Hoe, cTyn 6e3 ocobeHHocTen. o pekomeHaauum
Bpaya-racTpoaHTEPOsIOra BbINOJHEH aHanM3 KPOBW, BbIsiB-
JIEHO MOBbLIWEHWE YPOBHA aHTUTEN K AeaMUAMPOBAHHbIM
nentMaam rmvaguHa knacca IgG — 26,0 Ea/mn, aHTuTena
K ruagmHy Knacca IgG — 72 Eg/mn, aHTuTena K rvaguHy
Knacca IgA — 38 Eg/mn. [leBo4ka HanpaBfieHa B [eTcKui
3Haockonunyecknin ueHTtp NbY3 «ArKb um. H.®. dunatoBa
AO3M>» (r. MoCKBa) 4ns UCKNIOYEHNUS MI0TEHOBOW 3HTepona-
THK (LLennaKkun).

MpeaBapuTenbHbIi UArHo3
Mo JaHHbIM HanpaBASIOWEro YYperaeHus, npeaBapw-
TeNnbHbIN gnarHo3: «Lennakus» (MKB-10: K90.0).

[AuMHamMuKa U ucxopbl

Mo paHHbIM 330daroractpoayogeHockonun (3rA4C;
Buaeonpoueccop Fujifilm Eluxeo 7000) oTmevaeTcs Hapy-
lweHne anpodepeHUnpPoBKM nepexoaa NULLEBOAHOMO anuTe-

McTouHuk: Tennos B.O., 2025.
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SIS B XKeNyLo4HbI Ha YPOBHE 3y64aToW NUHUK (NPU3HaK
«TYCKJ/I0M 3y64aTON IMHUMK»; pUcC. 1).

Mpu OLEeHKe enyaKka Ha BCel CAM3UCTON 060/I04Ke
OTMEYaeTCs HaNlOXKEHUE NIMMKON NPO3PavyHOMN CNU3H, TPya-
HO CMblBaeMow Npu uppurauun Bogon. Mpu npuuenbHon
OLLEHKE CTPYKTYpbl C/IMU3UCTON OBONIOYKM B aHTpasibHOM
OTAeNle OnpefensaTca rpebHeBUAHbIE CTPYKTYpbI, Wene-
BUAHbLIE BbITAHYTbIE AMKUW, MPOMEXKYTOYHbIE HYacTh pacLuu-
peHbl, cy6anuTennanbHble Kanuinapbl He BU3yaanu3upyoT-
cs (puc. 2).

Mpn oLeHKe Tena v fHa XXenyaka CTPyKTypa C/M3uCTon
060/104KM MAEHTUYHA TaKOBOM B aHTpasibHOM oTtaene (npu

Source: Teplov V.0., 2025.

ocmoTpe B pexume BLI n ¢ yBennyeHnem A-1 no Knac-
cudbukaumm Yagi, puc. 3, 4). 3anogospeH AUT ¢ poatpo-
PUYECKUMU U3MEHEHUAMW B BUAE NCEBAOMUIOPUYECKON
MeTannasuu, BbiNoNHEeHa GUMOMNCKUA U3 aHTpanbHOro otaena
W Tena xenyaka. BopCMHKM TOHKOM KUMKW BM3YyasibHO YAOB-
NETBOPUTENBHOM [ONWHbI, PErynsipHble, YTO MOATBEPXKAEHO
FMCTONIOMMYECKHM, NYTEM BbIMOMHEHUS GUOMCUM M3 AUCTaNb-
HbIX OTAENOB [ABEHAALATUNEPCTHON KUWKKU (4 dparmeHTa)
N IYKOBULbI ABEHAALATUNEPCTHON KUWKK (2 dparmeHTa).
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Autoimmune Gastritis in Children: a Case Study of Diagnosis
in Twins and the Role of Endoscopy in Early Diagnosis

Background. Autoimmune gastritis (AlG) is a chronic immune-mediated disease that primarily affects the cells of the gastric mucosa
and fundus, characterized by the development of two main types of autoantibodies: antibodies to gastric parietal cells and antibodies
to intrinsic factor. The characteristics of the manifestation and diagnosis of AlG in children are currently not defined worldwide. Case
description. A 13-year-old girl complains of intermittent abdominal pain. She is being monitored at her community hospital for recurrent
iron deficiency anemia. A blood test revealed an increase in the level of antibodies to deamidated gliadin peptides of the IgG class —
26.0 U/ml, antibodies to gliadin of the IG class — 72.0 U/ml, antibodies to gliadin of the IgA class — 38.0 U/ml. She was referred to
the Children’s Endoscopy Center of the N.F. Filatov Children’s City Hospital of the Moscow Health Department to rule out celiac disease.
An esophagogastroduodenoscopy was performed, and pseudopyloric metaplasia of the gastric mucosa was suspected. This was
confirmed histologically, and AlG was suspected. Subsequently, ISG antibodies to gastric parietal cells (> 100.0 U/ml) were detected,
and the child was finally diagnosed with AlG. The girl’s twin sister, who had similar complaints, was then examined. According to the
research conducted, she also had verified AlG. Conclusion. In children, AlG often occurs with latent clinical symptoms, which leads to
the diagnosis being established only years after the onset of the disease. Early diagnosis of AlG is of particular importance, since this
pathology can lead to the development of serious complications, including adenocarcinoma, neuroendocrine tumors of the stomach,
atrophy of the mucous membrane, pernicious anemia, etc. In this regard, a comprehensive approach and vigilance are necessary when
examining patients with risk factors (iron deficiency anemia, pernicious anemia, autoimmune thyroid diseases, type 1 diabetes mellitus,
celiac disease, vitiligo, Addison’s disease). Currently, endoscopic examination with biopsy is one of the leading diagnostic methods.
Keywords: autoimmune gastritis, children, anemia, antibodies to gastric parietal cells, gastric mucosal atrophy, clinical case
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Puc. 2. 3rJC naumeHTKH 1: B aHTpanbHOM oTaene onpeaensiorcs
rpebHeBUAHbIE CTPYKTYPbI, LWENEBUAHBIE BbITAHYTbIE MKW, MPOMEXYTOYHbIE
4acTu pacluMpeHbl, cybanuTennanbHble Kanuansapbl He BU3yanuanpyoTcs
Fig. 2. EGDS of patient 1: ridge-like structures and slit-like
elongated pits are visible in the antrum, the intermediate parts are
dilated, and subepithelial capillaries are not visible

WcToyHuK: Tennos B.O., 2025.
Source: Teplov V.0., 2025.

Puc. 3. 3M/AC naumeHTKM 1: CTPyKTypa CM3UCTon 060104KM Tena
KenyaKa MaeHTUYHa TaKoBOM B aHTpaNbHOM oTaene

Fig. 3. EGDS of patient 1: the structure of the gastric mucosa
is identical to that of the antrum

McTtouHukK: Tennos B.O., 2025.
Source: Teplov V.0., 2025.

[MCTONOrMYEeCKN B Tesie xenyaka: cnuauctasd 060/104Ka
C KenesamMu MWIOPUYECKOrOo TUNa C eAMHWUYHbIMW napwu-
eTaNbHbIMX KfeTKamMMu, NMOKPOBHO-IMOYHbIA 3MNUTENUI Ha
60MbleM NPOTSKEHUN AECKBAMUPOBAH, MyLUMH HaKanauea-
eTcs B anuKanbHOM YacTu LUuTonna3Mbl MOKPOBHO-AMOYHbIX
ANUTENNOLUMTOB M ONDPY3HO — B KENE3UCTbIX KIETKax,
60KanoBuAHbIe KNEeTKM He obHapyxeHbl (LUWK-peakuus).
B co6¢TBEHHON NIACTUHKE CIM3UCTOM 060/104KMN Anddy3Has
nnoTtHas AumdonnasmounTapHas UHPUABTPaALIMS, 303UHO-
¢unbl go 10 B none 3peHns Ha X400, onpeaenaTca Menkue
donnnKkynonogobHble MHOUNBLTPaTLI. [Tpn oKpacke no mMmse
Helicobacter pylori He o6HapyxeHa. 3akntyeHune: nNceBao-
nunopuyecKkas metannasus.

lNocne wnccnegoBaHUs AeBOYKa Oblla HanpaBieHa Ha
JononHuTenbHoe ob6cnenoBaHue. BbiMoNHEH aHanuM3 Kpo-
BW: aHTMTENa K MapueTanbHbiM KIETKaM JXejyaka Knac-
ca IgG > 100,00 Eg/mn (nonoxutensHo = 10 Ep/mn);

Puc. 4. 3IIC nauneHTKM 1: CTPyKTypa CAM3MCTon 060104KM Tena
wenyaka B pexume BLI v ¢ yBenmyeHnem — A-1 no knaccudukaumm Yagi
Fig. 4. EGDS of patient 1: structure of the gastric mucosa

in BLI mode and with magnification — A-1 according to the Yagi
classification

WcTovHuK: Tennos B.O., 2025.
Source: Teplov V.0., 2025.

BUTamMuH B;, (UMaHoKkoGanamuH) — 278 nr/mn (Hopma
252-1125). Takum 06pasom, HaM yaanocb OKOHYaTeNbHO
Bepuodunuymposatb AUI y neBoYku B 13 neT.

MauyueHT 2

Takke B [JeTCKni aHaockonunvecknn LeHTp Ney3 «Arkb
uM. H.®. dunatoBa A3M» (r. MocKkBa) 6bina Hanpashe-
Ha cecTpa-6mn3Hel, NauneHTKM 1 ¢ aHanormyHbIMKU M3Ha-
YanbHbiMK anobamu. Ha IIMAC npu oueHKe CTPYKTypbl
CNM3UCTOM 0BO0NOYKM Tena M AHa Kenyaka onpeaenstoTcs
rpebHEBUAHbIE CTPYKTYPSbI, LiEeNEBUAHbIE BbITAHYTbIE SMKMH,
NPOMEXKYTOYHbIE YacCTW paclIMpeHbl, Cy6anuTenuanbHble
Kanunnsapbl He BU3yanuaupyotes (puc. b).

Puc. 5. 3JC naumeHTKn 2: B CTPYKType CU3UCTON 060104KH

Tena u fHa XenyaKa onpenenstorcs rpebHeBuaHbIE CTPYKTYPbI,
LleneBuaHbIe BbITAHYTbIE IMKM, MPOMEKYTOYHbIE YacTW PaCLUMPEHbI,
cy6anuTenuanbHble Kanunnspbl He BU3yann3upyoTcs

Fig. 5. EGDS of patient 2: the mucosal structure of the body

and fundus of the stomach reveals ridge-like structures,

slit-like elongated pits, dilated intermediate regions, and no visible
subepithelial capillaries

McTtouHuk: Tennos B.O., 2025.
Source: Teplov V.0., 2025.
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TakKe B 061acTu Tena efyaka BblBAEHO MIOCKOMNpPU-
NOAHATOE APKO-KpacHoe obpas3oBaHuve 3 X 3 MM, 3ano-
[O3PEHO HEMPOIHAOKPUHHOE 06pazoBaHue (puc. 6, 7). Mo
[JaHHbIM TUCTONOMMYECKOTO M WMMMYHOTMCTOXMMUYECKOIO
nccneaoBaHua BbISIBIEH XPOHUYECKUM racTpuT C yTpaTown
KUCNOTOMNPOAYLMPYIOLWMX XKenes, aHTpanusauunen Cnim3ncTom
060/104KM, HOAYNSPHON runepniasnen HeMpPOIHAOKPUHHbIX
KneTok. Mopdonornyeckas KapTuHa nogo3puTeNibHa B OTHO-
weHun AUT. Mo AaHHbIM BbINOMHEHHOrO Nocne uccnenoBa-
HWS aHanM3a KPOBW: aHTUTEeNa K NapueTanbHbIM KNeTKaMm
wenygka Knacca 1gG — > 100,0 Ea/mn (NonoxuTenbHo
= 10,0 Ea/mn); ButamuH B, (unaHoKoGanamuH) —
162,0 nr/mn (Hopma 252,0-1125,0). B utore neBouYKe
TaKXe yctaHoBneH anarHo3 AU 1 BbISBIEHO €ro OC/OXHe-
HWe — By,-AeduumMTHan aHemus.

MporHo3s
B HacTofllee Bpemsa He CyllecTByeT AOKal3aTenbHbIX
MEeTOAO0B, MO3BONSAOLWMX LOCTUYb MOAHOIO BOCCTAHOBEHMUS

Puc. 6. 3I/1C naumeHTKn 2: B 06nacTv Tena xenyaka BbliBeHO
NNOCKOMNPUMNOAHATOE APKO-KpacHoe o6pasoBaHue 3 X 3 MM,
3amnofo3peHo HEMPO3HAOKPUHHOE 06pa3oBaHue

Fig. 6. EGDS of patient 2: a flat, elevated, bright red mass
measuring 3 X 3 mm was detected in the body of the stomach;
a neuroendocrine mass is suspected

UcTouHuK: Tennos B.O., 2025.
Source: Teplov V.0., 2025.

HOPMasibHOM CIM3UCTOM OOOMIOYKM KenyaKa y NaluMeHToB
¢ AUT, yTo 06ycnoBnnBaeT HEO6XOANMMOCTb MX MOXKU3HEHHO-
ro HabnwogeHuns. Tem He MeHee, NMpU CBOEBPEMEHHOW Kop-
pekunn geduunta BUTAMUHOB U MUKPOISIEMEHTOB, a TaKkKe
npu perynsipHom 3HAOCKOMMYECKOM KOHTPOJSie, HampaB/eH-
HOM Ha paHHee BbIIBEHWE OHKOMOrMYECKOM MaToNoruu,
NPOrHO3 y TaKMX NaLMEHTOB ocTaeTcs 61aronpuUaTHbIM.

BpemeHHasn wKana
XpoHonorusa passutna AU y nauneHTkn 1 1 ee Knode-
Bble COObITUS NpeAcTaBieHbl Ha puc. 8.

OBCYXAEHME

[MoCKONbKy KNMHMYecKas KapTuHa AUT Ha paHHKX cTaau-
AX 3abo05ieBaHUs BeCbMa HecrneunduyHa nnm MOXKeT BOBCe
OTCYTCTBOBATb, AOCTOBEPHO OMpeaenuTb 4acToTy BCTpeyae-
MOCTH (MM MaHudecTaunn) 601e3HN B AETCKOM Bo3pacTe
NPaKTUYECKM HEBO3MOXHO. [JOBOMBHO CTepTas KiuMHW4e-
CKas cMMMTOMaTMKa B psife cnyvyaeB MPMBOAMUT K «ynylle-

Puc. 7. 3TAC naumeHTKM 2: o6pa3oBaHue B ob6nactv Tena
wenyaka B pexknme LCI, 3anofo3peHo Helpo3HLOKPUHHOE
o6pasoBaHue

Fig. 7. EGDS of patient 2: a mass in the body of the stomach
using LCI mode; a neuroendocrine mass is suspected

McTouHuk: Tennos B.O., 2025.
Source: Teplov V.0., 2025.

Puc. 8. XpoHonorus pa3sutus 601e3HU NauneHTKM 1 1 ee KntoyeBble COObITUSA
Fig. 8. Chronology of the development of the disease of patient 1 and its key events

BoisgBneHa
wenesogepuuntHasa
aHemus

BbIsiBNEHO NOBbILWEHWE YPOBHS
@HTUTEN K NapueTanbHbIM
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HWto» 3ab6oneBaHnsa UAK YCTAHOBNEHWUIO HEBEPHOIO AMarHo-
3a. B HacTtosillee BpeMsi 9HOOCKOMMYECKOE UCCnefoBaHue
C BbIMNO/HEHNEM OWOMCUM KenyaKka ABNSeTcs OAHUM M3
BelyWmnX METOAO0B ANArHOCTUKM.

Mo Ha6noaeHusam A.A. 3BsruHa, y aeten ¢ AU otmevan-
€S MUHUMaNbHbIA AUCKOMPOPT B BUAE PEAKUX U MaNlOUHTEH-
CYBHbIX 60nei B obnacTtu anuractpus. 3tM 601 He umenu
CBSI31 C NPUMEMOM MWLM U HE CONPOBOXKAANUCH HapyLeHUEM
CaMOYyBCTBMSA. Y HEKOTOPbIX M3 06CNefOoBaHHbIX NalueH-
TOB CYObEKTUMBHbIE MPOsBAEHWUS 3aboneBaHUs BOBCE He
BbIABNANUCH [8].

PaccmMoTpuMM pesynbTaTbl MHOTOLLEHTPOBOIO MeEXAyHa-
POAHOrO UCCNeaoBaHUs, B KOTOPOM 6blNM M3Y4eHbl OCO-
6eHHOCTU nposiBneHun noareepaeHHoro AUl y peten [7].
C 2019 no 2024 r. y 51 nauueHTa AeTCKOro Bo3pacTta
6bl1 gnarHoctupoBaH AWUM. TpoaomKUTENbHOCTb HabJto-
aenna — 24 mec. bonbWMHCTBO BKJIOYEHHbIX MaLMEHTOB
OTHOCWAUCH K eBponeongHomn pace. o pesynbratam uccne-
[oBaHUA ObIIO yCcTaHOBMEHO, YTo AWM BCTpevanca 4auwe
y AeBoYeK u cpeau nuy 12 net u ctapwe. Cpean rematono-
rMYecKMx NposiBNeHnin npeobnanana aHemus (38; 74,5%),
npuv 3TomM Haubosee pacnpocTpaHeHHOM O6blna nerkas
dopma (22; 43,1%), a TakKe MUKpouuTo3 (33; 64,7%).
UHdeKuunsa Helicobacter pylori 6bina BblIBNE€Ha TONbKO
y OAHOro NauneHTa. ATOMMYECKUIN 4epMaTuT, PUHKUT U acTMa
npucytctBoBann y 5 (9,8%), 4 (7,8%) n 3 (5,9%) nauneHToB
COOTBETCTBEHHO. [MONOXMUTENbHbIV pe3ynbTaT aHanu3a Ha
aHTUTeNa K NnapueTanbHbIM KNeTKaM xenyaka 6bl1 oTMeyeH
y 38 (74,5%) nauneHToB. Y 4 nauuneHToB (7,8%) B ceMENHOM
aHamHe3e 6bin AWM, a y 17 (33,3%) B ceMeHOM aHaMm-
He3e — ayToMMMyHHble 3aboneBaHus. Y 35 nauueHToB
(68,6%) 6bI10 conyTcTBYylOLIEE ayTOMMMYyHHOe 3abosneBa-
HWe: ayTOUMMYHHbIN TupeonauT (19/51; 37,2%), uenmakus
(5/51; 9,8%), caxapHbin anabetr 1-ro tmna (3/51; 5,9%)
n ButMAunro (3/51; 5,9%). Co CTOpOHbI Kenya0o4HO-KULIEY-
HOro TpakTa Hanbosee pacnpoCTPaHEHHbIM NPOSIBIEHUEM
Oblla gMcnencus y naumMeHToB C NOMIOMKUTENbHBIM pPe3ysib-
TaTOM aHanM3a Ha aHTWTena K napuetanbHbIMU KIETKaMm
wenyaoka (12/38; 31,6%), B TO BpeEMS KaK HM Y KOro us
rpynnbl ¢ OTpUUATENbHbIM PEe3yNbTaToM 3TOT CUMMTOM He
nposiBnsncs. Npu rmcTonorMyecKOM MCCnefoBaHWn aTpo-
dus cnnM3ncTon 060M04KM Tena Kenygka npucytcTBoBana
y 92,16% nauueHToB, KUlleYHasa meTannasng — y 21,6%.
Y yeTblpex naumeHToB (7,8%) OGbln KONNAreHO3HbIN racTpuT
C Bblpa)K€HHOM 2303MHODMIMEN B Ka4yecTBE OCHOBHOMO
NPOSIBNEHUS, KOTOPbIM 3aTeM BO BCEX Clyyasx nepepoc
B AUl B TeyeHune 2 net. TakKe B 3TOM MUcclieoBaHUK 6blna
3ameyeHa onpepgeneHHas CBA3b C HapyweHuaMn GyHKLKUK
T-xennepoB 2-ro TMna, HO, Kak OTMeYaloT caMu aBTopbl,
3Ta HaxoAKa TpebyeT AanbHeWWwero mccneaoBaTenbCKoro
BHMMaHus. MNpu aHanu3e Halwux KIMHUMYECKUX Habnoae-
HWUM Yy NaUMEHTOK BbISBASAUCH NEPUOLUYECKME 3NKU304bl
aHeMWW NIerkKom CTENEHN U NOBbIWEHHbIA YPOBEHb aHTUTEN
K napueTanbHbIM KNeTKaMm xenyaka, npu 3TOM OTCYyTCTBOBa-
N1 AMCNencuYyecKme CUMNTOMbI M MPUBHAKKU COMYTCTBYIOLMX
ayTOMMMYHHbIX 3a60neBaHUi B aHamMmHese.

AUl y neten MoXeT accoumMmpoBaTbCsd C TaKUMKU ayTOUM-
MYHHbIMK 3a60/1EBAHUSIMW, KaK ayTOMMMYHHbIN TUPEOUINT,
60ne3Hb AaAMCOHA, XPOHMYECKas CNOoHTaHHas KpanueBHuLa,
caxapHbli anabet 1-ro TMna, MMacTeHusi, BUTUNUIO. B HeKo-
TOPbIX MCCNefOBaHUSAX TaKXe YNOMWHAlOTCS BOCManuUTeNb-
Hble 3a60neBaHUs KULEYHWKA, CMCTEeMHas KpacHas BOS-
YaHKa 1 ayTOMMMyHHasa remonuTuyeckas aHemus [2, 9-13].
KnuHuyeckaa kaptmHa AWUT B page cnyvaeB onpegensieTcs
pa3BUTUEM OCNOMXKHEHWUI, CBA3AHHbIX C AePULUTOM BUTaMMU-
HOB M MUKPO3/1EMEHTOB, YTO NPKU NOATBEPKAEHUN AMarHo3a
TpebyeT CBOEBPEMEHHOM KOPPEKUMM NyTeM Has3HayeHus

NPodUNAKTUYECKUX 03. C y4ETOM BO3MOXHbIX HEGNAronpu-
ATHBIX UCXO/I0B M MOBLILLEHHOro PUCKa GOPMUPOBAHUS HEM-
PO3HAOKPUHHbIX OMyXONEen WK afieHOKapLIMHOMbI KesyaKa
0c060€e 3HaYeHne NprobpeTaloT PaHHAS AMAarHocTka 3a6o-
NeBaHNs, a TaKKE MOXMMU3HEHHOE 3HJOCKOMUYECKoe Habio-
JeHWe C NepUoanYHOCTLIO Kaxable 1—3 roga — B 3aBUCUMO-
CTU OT 9HJOCKOMUYECKOM KapTUHbI KeNyaKa.

3AK/TIOMEHUE

CrepTas KavMHMYecKas KapTuHa AUl y ageten Hepeako
NPUBOAMUT K NO3AHEN AMArHOCTUKe 3aboneBaHus, 3a4acTyio
CnycTs MHOrWe roabl nocsne ero maHudectaumu. BoisBnexHve
AUl nmeeT npuHUMNUanbHoOe 3HaYeHWe, NOCKONbKY AaHHas
NnaToNorMa MOXET COMPOBOXKAATLCA PAa3BUTUEM CEPbE3HbIX
OCNOXHEHWN, TaKMX KaK ajeHOKapuuHOMa W HEempo3HAo-
KPWHHbIE OMYXONK XenyaKka, aTpodus CIM3ncTorn 060104KMU,
nepHULMO3Hasa aHeMus u ap. B cBaA3K ¢ 3TUM HEOBX0AUMBI
KOMTMIEKCHbIM NOAX0A M HACTOPOXEHHOCTb Npu o6cneaoBa-
HUU NauMeHToB ¢ daKTopaMu pucKka (KenesogeduumuTHas
aHeMusi, NepHULMO3HAA aHeMusi, ayTOMMMYHHble 3abone-
BaHUSA LWMTOBUAHOW Xenesbl, caxapHbli agnabeTt 1-ro tuna,
LennaKkus, ButTunuro, 6onesHb AgamcoHa). B HacToslwee Bpe-
MSl 3H[IOCKOMWYECKOE WCCNeaoBaHWe C BbIMOJHEHWEM 6GUO-
ncumn ABNSeTcs 0AHMM U3 BeayLMX METOAOB AMarHoCcTuKkM AU,

WHO®OPMUPOBAHHOE COIIACUE

NHbopmMpoBaHHOE AO6POBOJILHOE cornacue Ha ny6nau-
Kauuio pe3ynbraToB 1abopaTtopHOro U MHCTPYMEHTaNbHOIO
o6cnenoBaHna pebeHKa OT ero 3aKOHHOro npegcraBuTens
He nonydanu. PaboTta He COAEPIKUT CBELAEHWI, Ha OCHOBaHWK
KOTOpPbIX PEBGEHOK MOXKET 6bITb MAEHTUDULMPOBAH.
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O6ocHoBaHue. [IpuobpeTeHHasl BocrnaanTesibHas Cbifb o anHuAM bnawko (Blaschkolinear Acquired Inflammatory Skin
Eruption; BLAISE), unu 6naliknt, — peaKoe COoCTosiHUe, HabogaemMoe npu pasindyHbiX NpoMobpeTeHHbIX J06POKa4YeCTBEH-
HbIX 3a60/1eBaHUsX. IPPEKTUBHbBIE 0AX0AbI K Tepanuu 60/bHbiX ¢ BLAISE oTcyTcTBYI0T. OnMcaHue KIMHUYECKOro cjy4Yasl.
MNauyneHTKa, Bo3pact 17 net. C 9-n1eTHero Bo3pacta cTpajaeT aTonnMyeckum gepmatutom. lloctynuna B oTaeneHue gepma-
TOJIOMMK B CBSI3M C HEAP(PEKTUBHOCTbLIO paHee rMpoBOAUMON Teparnmm 0CHOBHOIro 3aboneBaHus. o ob6¢cne[0BaHN BbISIBJEHbI
XapaKTepHbIE BbIChIMaHWUS 10 JMHMSAM Braluko BMecTe ¢ NposiBAEHUSIMU aTOMMYECKOro AepmaTtuTa. Y4uTbiBas TsxKesoe
M HenpepbIBHO peunanBupytoLlee Te4eHne 0OCHOBHOIo 3ab01eBaHus, NaLumeHTKe 6blia MHMLMMpOBaHa Tepanus MHrIMGHUTO-
pom uHTepaenkuHa (IL) 4/13 gynunymabom B fose 600 mr ¢ nocneayrouimm BeegeHnem 300 mr ogmH pas B 2 Hea. Ha ¢poHe
npoBoAUMON Tepanun HabaAaCs Perpecc Kak MposiBJIEHUH aTonuMYyecKoro gepmatuta, Tak u BLAISE. 3akno4yeHue.
Accoumaums atonuyeckoro gepmatuta u BLAISE MOXKXET AEMOHCTPUPOBAaTb TOPNMAHOE TEYEHUE MNPU NMPUMEHEHNN TOMNUYe-
CKMX M CUCTEMHbIX [TIIOKOKOPTUKOMAOB. prumeHeHne nHrubntopa IL-4/13 gynnaymaba MOXKeT 6bITb NpUemMaeMon Teparnes-
TUYECKOM OMNuUMen y NnalmeHToB C TAXKe/IbIM TeYeHMeM aTonmM4ecKoro gepmartuta u conytctayrolimm BLAISE.

KnroyeBblie cnoBa: imHun bnawko, Blaschkolinear acquired inflammatory skin eruption, BLAISE, aynunyma6, atonm4yecKmi
AepmaTuT, AeTn

Ansa unTupoBaHus: ViBaH4mMkoB B.B., MatepukuH A.M., AnekceeBa A.l., MpuinmeHKo A.A.. lpumeHeHne gynunymaba y noa-
POCTKa C TAXKEeNbIM aTONUYECKMM AePMATUTOM, accoLMmMpoBaHHbiM ¢ BLAISE: KIMHUYeCKMI cnydan. Bornpockl cOBpeMEHHOM
negmatpumn. 2026;25(1):23-27. doi: https://doi.org/10.15690/vsp.v25i1.3002
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Dupilumab Administration in an Adolescent with Severe Atopic
Dermatitis Associated with BLAISE: Case Study

Background. Blaschkolinear Acquired Inflammatory Skin Eruption (BLAISE) is a rare condition observed in variety of acquired benign
diseases. There are no effective management approaches for patients with BLAISE. Case description. Female patient, 17 years
old. She suffers from atopic dermatitis from the age of 9. She was admitted to the dermatology department due to previous therapy
inefficacy. The examination has revealed typical rashes along the Blashko lines along with atopic dermatitis signs. Considering severe
and continuously recurrent course of the underlying disease, the patient was administered with interleukin (IL) 4/13 inhibitor dupilumab,
600 mg, followed by 300 mg once per 2 weeks. Both atopic dermatitis and BLAISE have regressed during this therapy. Conclusion.
Association of atopic dermatitis and BLAISE may demonstrate torpid course with topical and systemic glucocorticoids administration.
Dupilumab, IL-4/13 inhibitor, may be an acceptable therapeutic option in patients with severe atopic dermatitis and comorbid BLAISE.
Keywords: Blaschko lines, Blaschkolinear acquired inflammatory skin eruption, BLAISE, dupilumab, atopic dermatitis, children
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OBOCHOBAHME

MpunobpeTeHHas BocnanuTeNbHas CbiNb MO  JIMHK-
am bnawko (Blaschkolinear Acquired Inflammatory Skin
Eruption; BLAISE), nnn 6nawknt, — peaKkoe COCTOsIHWE,
HabnogaemMoe MNpu pasnuyHbiX NPUOBGPETEHHbIX A06POKa-
4YeCTBEHHbIX 3abo0fieBaHUAX, BKOYAA aToOMUYECcKUn aep-
MatnT [1]. SPdeKTUBHbIE MOAXOAblI K Tepanuu O6O0/bHbIX
¢ BLAISE He paspaboTaHbl. B aTOM CBA3KM aKTyalbHbIM
npeactaBAseTcs onucaHue, B TOM YUCNe U OTAENbHbIX Ku-
HUYECKMX HabNaeHUN, pe3ynbTaToB NevYeHUs ¢ NpuMeHe-
HMEeM NOoTeHUMaNbHO MNaTOreHeTMYECKOW Tepanuu, B TOM
yucne mMHrMébuTopa uHTepnenkuHa (IL) 4/13 pynunymaba.
KnuHunyeckne HabnogeHus pesynbTaToB TaKoro JieYeHus
B IUTEpPaType OTCYTCTBYIOT.

KJAMHUYECKUIA NPUMEP

O nauyueHTe

MauneHTka M., Bo3pacTt 17 net, noctynuna B oTaeneHue
[epMaTonornu ¢ xanobamu Ha pacnpoCTpaHeHHble 3yasuine
BbICbIM@HWS, CYXOCTb KOXM.

Co cnoB MauMeHTKM, B Bo3pacTe 9 neT BnepBble Nos-
BUIUCb 3yAsiliMe BbICbIMAaHUA B JIOKTEBbIX W MOAKONEH-
HbIX crnb6ax. 1o mMecTy XUTenbCcTBa YCTAHOBNEH AMarHo3:
«ATOMUYECKUIN lepMaTuT, AeTcKaa popmar. PeKoMeHao0BaHO
MECTHOE JleYeHuUe TOMUYECKUMU TIIOKOKOPTUKOMAAMM
M 3MOJSIEHTaMKU C MNONoXuTenbHbiM 3addexkTom. C Bo3pac-
Ta 15 neT oTMe4yanocb pacrnpocTpaHEHWE KOXHOro naTo-
JIOFMYECKOro npouecca C BOBJIEYEHWMEM KOXW Ty/NOBULLA
M KOHEYHOCTEN, a TaKXXe pa3BUTMEM HEMNPEepbiBHO peLuu-
avBUpYlOWEro TeyeHus 3aboneBaHus. Ha doHe Hapyx-
HOWM Tepanuu TOMUYECKUMW TIOKOKOPTMKOMAAMKU oTMeYana
ynyylweHne, HO Nocfe 3aBeplleHUs Tepanuu BbiCbiNaHus
peumMaMBupoBanu. YuuToiBas TAKEN0e Te4eHUe OCHOBHOIO
3aboneBaHns, NauneHTka 6bi1a HanpaBfieHa Ha rocnuta-
M3aumio AN NpoBeAeHMs KOMMIEKCHOro o6cneaoBaHms
N KOpPEeKLMU nevyeHuns.

Mo pe3ynbTatam NpoBeAeHHbIX Nepea rocnutannaaumen
B y4pexaeHne nabopaTopHbIX U MHCTPYMEHTalbHbIX Ucche-
[0BaHWM KIMHUYECKM 3HAYNMbIX OTKIOHEHMI HE BbISBEHO,

Puc. 1. DKCKOpPUMPOBaHHbIE BbICbINAHUS Ha KOXe nepeaHemn
NOBEPXHOCTY TyN0BULLA MO IMHKUAM Brnalko

Fig. 1. Excoriated rashes on the body skin (anterior surface)
along the Blashko lines

McTouHuK: MBaH4ymKkoB B.B., 2026.
Source: Ivanchikov V.V., 2026.

KpOMe NOBbILLEHNS COAEPKaHNS 06LLEr0 UMMYHOMO6YNUHA
IgE B CbIBOPOTKE KpoBM o 1644 KEp/n.

dusukanbHaa gMarHocTMKa

Mpn ocmoTpe obliee COCTOsSHUE YAOBETBOPUTENBHOE,
CO3HaHWe ACHOoe, NauMeHTKa KOHTaKTHa. TemnepaTypa Tena
36,6 °C. ®usnyeckoe pasBuUTME CpeaHee, TapMOHUYHOE.
[laTonorMm co CTopoHbl BHYTPEHHUX OPraHOB He BbISIBNEHO.

JlokanbHbIf cTaTyc. [1aTONOrM4YecKuim npoLecc HOCUT
pacnpocTpaHeHHbI xapaKTep. Ha Koxe TynioBULLLa B 061acTm
rpyau, naxa, Ha KOXKe KOHEYHOCTEN, B 06/1aCTh Sroamul, TOK-
TEBbIX Y NOAKONEHHbIX CTMG0B — MHOIOYUCIEHHbIE CMBALO-
LMECS IKCKOPUMUPOBAHHbIE MAOCKME Manynbl C MOKHYTMEM.
YacTb BbICbiMaHWM 3p03MpPOBaHbl U UMEIOT 3aCTOMHO-Kpac-
HYIO OKpacKy. HeKoTopble 3neMeHTbl MOKPbITbl FHOWHO-
remopparM4yeckMMmn Kopoykamu. TakKe oTmevatloTcs aTpo-
duryeckue pybLbl Ha MecTe MPEXHUX BbiCbiNaHW. B obnactu
TynoBMLa, KOHEYHOCTEN, AroauL, BbiiBieHa CUMMETPUYHas
rpynnupPoOBKa 3pUTEMAaTO3HO-Manyne3HbIX 31EMEHTOB BAOSb
NHUM BnawkKo. KoXHbIM NOKPOB CyxoM, HabngaeTcs pac-
NPOCTPaHEHHOE MeNKomnacTuHYaToe LWenyweHve. Bonochbl
M HOITU CTPYKTYPHO He M3MeHeHbl. Canauctble 060m04-
KW MHTaKTHbl. Cy6beKTUBHO 6ECMOKOUT MHTEHCWMBHbIM 3yAa.
SCORAD — 68 6annos (puc. 1-4).

MpeaBapuTeNbHbIA AUArHO3

MoaTBepKaeH paHee YCTaHOBEHHbIM AMarHos: «Atonu-
YEeCKUM aepmMatuT, noapocTkoBas ¢opMa, pacnpocTpaHeH-
HbIX, TAKenoe TeyeHuer. TakKe, y4uTbiBas Hanuyue BbiCbl-
naHWM co cneundUyecKuM naTTepHoM Mo AuHUAM bnaluko,
YCTaAHOBJIEH CONYTCTBYWOWMM AunarHos: «[punobpeteHHas
BOCManuTenbHas CbilNb Mo nMHMaM bnawko (Blaschkolinear
Acquired Inflammatory Skin Eruption; BLAISE)».

AnHamMuKa u ucxopbl

B ycnoBuax otaeneHns aepmMaTonorum nauueHTka nosy-
Yyana Tepanuio KOMOGMHUPOBAHHLIMWU HAPYKHbLIMU TNIIOKOKOP-
TUKOWOAMU U aHTMGaKTepuanbHbIMKM MNpenapatamu, WHMK-
6uTOpamMK KanbLMHEBPUHA Ha KOXY NMua, Lieu, a Takxe

Puc. 2. MHOro4YvcneHHble aKCKopUaLMm MacKMpYoT 6nallKoUAHbI
naTTepH BbICbINaHWM Ha NepefHei NOBEPXHOCTU roNeHen

Fig. 2. Multiple excoriations mask blaschoid rashes pattern

on the anterior surface of lower legs

McTovyHuK: MBaHumKkoB B.B., 2026.
Source: lvanchikov V.V., 2026.



Puc. 3. IKCKOPMUPOBaHHbIE CrpynmnMpoBaHHbIe NAOCKWE nanysbl,
pacnonoXeHHble Ha 3afiHer NOBEPXHOCTU Geapa No NMHUAM Brawko
Fig. 3. Excoriated clustered flat papules located on the posterior
surface of the thigh along the Blasko lines

McTo4yHUK: MiBaH4MKoB B.B., 2026.
Source: lvanchikov V.V., 2026.

CUCTEMHYIO Tepanuio NpeaHU3010HOM M3 pacyeta 1 Mr/Kr
Maccbl Tena B TevyeHue 5 cyT. lpuHMMas BO BHMMaHue
pacnpocTpaHeHHOCTb NaTONOrMYECKOro KOXHOMo npoLiec-
ca, TsKenoe TopnuaHoe TevyeHWe 3aboneBaHWs U Hepo-
CTaTo4YHbIM 3dpdEKT OT NPOBOAUMON paHee Tepanuu, Gblna
MHULMUPOBaAHaA Tepanus reHHO-UHXKEHEePHbIM 6uonoruye-
CKMM npenapaTtom aynunymaé B go3e 600 Mr noaxkoXHO
¢ nocnegywownm BBegeHWem npenapata no 300 Mr oauH
pa3 B 2 Hea. Ha ¢doHe npoBoanMoNn Tepanuu Habnoganach

Puc. 5. Perpecc BocnanutenbHbIX USMEHEHWI ¢ GOpMUpPOBaHUEM
NOCTBOCMNANWUTENBHON TMNEPMNUTMEHTALMU Ha MECTE MPEKHMX
3/1EMEHTOB (C 6NaLKOUAHBIM NAaTTEPHOM)

Fig. 5. Regression of inflammatory lesions with postinflammatory
hyperpigmentation development at previous elements areas
(with blaschkoid pattern)

McTo4HuK: MiBaH4MKkoB B.B., 2026.
Source: lvanchikov V.V., 2026.

Puc. 4. DKCKOpPUMPOBaHHbIE CIMBAIOLWMECS BbICbINAHWUS Ha KOxe
NeBoro nneva, GopMupytowme TMHENHbIM NaTTepH

Fig. 4. Excoriated confluent rashes creating linear pattern on the
left shoulder

NcTo4HKUK: MiBaH4MKkoB B.B., 2026.
Source: Ivanchikov V.V., 2026.

Bblpa)eHHas MNONOXKWUTENbHAA AMHAMWKA C pas3pelleHnem
60/bllUen YacTn 31EMEHTOB aTONMUYECKOro epMaTuTa, BbICbl-
naHusa No NMHMAM bBnalwKo TakXKe perpeccupoBasnu, XoTs
3TOT OTBET Ha Tepanuto 6bin 6onee TOPNUAHBLIM U OTCPOYEH-
HbiM. Ha MecTe pa3pellunBLIMXCA BbiCbiNaHWi chopMUpoBa-
IMCb NOCTBOCMANNUTENbHbIE TMNEPNUIMEHTUPOBAHHbIE NATHA
(puc. 5, 6). HexenatenbHbIX ABNEHUN Ha GOHE Tepanuun aynu-
nymabom He Habnogann. B HacToAWwmMM MOMEHT NayMeHTKa
NPOAO/IKAET NOAAEPKMBALOLLYIO Tepanuio Aynuaymabom.

Puc. 6. [MonHbIM perpecc NposiBAeHWI aTonn4yecKoro

JepMaTuTa 1 GnallKoNMHeapHbIX BbICbiNaHWii Ha GoHe Tepanuu
oynunymabom

Fig. 6. Complete regression of atopic dermatitis and blaskolinear
rashes on dupilumab therapy

McTo4HuK: MiBaH4MKoB B.B., 2026.
Source: Ivanchikov V.V., 2026.
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

MporHos

Y4yntbiBas GbICTPbIN M KA4YECTBEHHbIN OTBET Ha FEHHO-
WHXEHEPHYIO BMONOTMYECKYIO Tepanuio, a TaKKe OTCYTCTBME
HeXKenaTesnbHbIX SBJIEHWWA, MOXET ObiTb CAefaH BbIBOA
0 6naronpUaTHOM NMPOrHO3e B OTHOWEHMK 60ne3Hn. BLAISE
XapaKrtepuadyeTcs A0OPOKaYeCTBEHHbIM TeYEeHWEeM, XOTs
C NOTEHLMaNbHO BO3MOXHbIMU PELIMANBAMM.

BpemeHHas wkana
XpOHONOrmns Te4eHnss 60nesHn 1 ee KtoYeBble MOMEHTbI
nauMeHTknM M. npeactaBneHbl Ha puc. 7.

OBCYXAEHME

Pa3BuTHe BbICbINAHWI N0 NMHUAM Bnalwko He peaKocTb
B AepmaTtonormu. Kak npaBuno, atTu o6pas3oBaHus ABASAIOT-
Ccsl MO CBOEW MpUpoAEe HEBOUAHbIMU WM FaMapTOMHbIMMU,
BO3HUKWKWMKU B pe3ynbTaTte reHeTMYeCcKoro mo3auumama,
JIMOHM3ALNN WM NOCT3UIFOTUYECKOM COMaTUYECKOW MyTa-
umun. B pesynbrate chopmurpoBaBLiascs abeppaHTHasa Kne-
TOYHaAs IMHUA MUTPUPYET MO HOPMaJbHbIM MYTAM 3KTOAEP-
ManbHOIro pPa3BUTUS BO BpeMs aMmbpuoreHesa, bopmupys
XapaKTepHble 6nalKouaHble naTtrepHbl. [aTtTepH NWHUIK
bnawko pa3Hoo6pa3eH: Ha CNnHEe OHWM MMetoT V-06pasHyto
KOHUIrypaumio, Ha nepegHen NoBEPXHOCTU TynoBUWAE —
S-06pasHyto. Ing KOHEYHOCTEN XxapaKTepHO nHenHoe dop-
MUpOBaHue cneumdunyeckoro ysopa [2]. Hauie Bcero nnHum
BbnawKko ncnonb3yloTcsa Ans onMcaHnsa BPOXAEHHbIX U reHe-
TUYECKN AETEPMUHMPOBaHHbLIX 3aboneBaHni, 06YCNOBIEH-
HbIX MO3auLUM3MOM, HanpuMmep anuaepmabHblX HEBYCOB,
cuHgpoma bnoxa — Cynbubeprepa unm mMosanyHbiX GOpm
uxtmosa [3, 4]. OgHako no nuMHMaM bnalwko MoryT Nnoka-
/IN30BaTbCs M OCTPble COCTOSIHWS, K KOTOPbIM OTHOCWUTCS
npuobpeTeHHas BocnanuTenbHas Cbifb MO MHMAM Brawko.
BLAISE — aT0 rpynna gepmaTo30B, XapaKTepu3YHOLLUXCS
BOCMNaNWUTENbHbIM MHPUALTPATOM M pacnpeaeneHuem no
nvHuam bnawko [1]. Mpeanonaraercs, YTO BHeLWHWe pas-
OPaXKUTenu Unn ayToMMMYHHblE peaKkuMu NPUBOASAT K BOC-
nanutenbHoW T-KNETOYHOW peaKkuuu, HanpaBIeHHOM MNpo-
TMB abeppaHTHbIX KepPaTUHOLMTOB, KOTOPbIE JIOKAU3YIOTCS
no nnHuWaM bnawko [5]. BrawKUT — 370 NPUOBPETEHHbIN
BOCMNaNuUTENbHbI AEePMaTUT, KOTOPbIM HEeKOTOopble CcyuTa-

0T B3POC/NbIM BapuaHTOM nosnocatoro nauwas. B 1999 r.
E.M. Grosshans [6] npeanonoxus, 4To 6/JallKUT OTAnYaeTcs
OT /IMHENHOrO INXeHa, BblAENNB HECKOMIbKO KpUTepuMeB, No
KOTOpbIM 3TWM ABa 3aboneBaHWs pasfiMyatoTcsl, BK/IOYas
TUMUYHBIK BO3pacT MaHudecTauuu, noKanusauuio, Teve-
HUE W TUCTOJSIONMYECKYID KapTuHy [7]. CornacHo aTon TOYKe
3peHus, 6nallKMT B OCHOBHOM MnopaxKaeT B3poC/blX, 06pa-
3yeT MHOMECTBEHHble NIMHWUM M OObIYHO SIOKaANWU3yeTcs Ha
Tynosuule. Ero teyeHme 6bICTpoe, C CaMOMPOU3BObHbLIM
pa3pelweHMemM B TeyeHue 2 Mec. [lpun rmMcToNnorn4yeckom
nccnefoBaHUM 61aLWKUT XapaKTepmU3yeTcst pa3BUTUEM CMOH-
rmoTuyeckoro npouecca. JIMHENHbIK NIUXEH B OCHOBHOM
nopakaet geTten, ob6pasys OAMHOYHbIE BbICbiNaHUS BAOSb
KOHEYHOCTM M CaMOMNpPOM3BOJIbLHO pa3pellaeTcs B Te4eHue
HECKOJNIbKMX MecaueB unu net. JIMHEeWHbIN NUXEeH MOXKeT
TaKKe NPOSIBAATLCA CMOHTMO30M B AOMOMHEHME K NUXEHO-
naHomy BocnaneHuto [8]. No pesynbratam peTpocneKTUBHO-
ro uccnefoBaHUs KIMHUKO-NATONOrMYECKMX 0COBEHHOCTEN
6MONTaTOB KOXM, Y NALMEHTOB C 61alKONNMHEAPHBIMU BbICbI-
NaHWaIMKW He 6biN0 BbIIBAEHO 3HAYUMOMN Pa3HULbI MEXIy
JNIMHENHbBIM IMXEHOM U 6nalKkuTom [8].

B pamkax ¢eHoTMnnyeckoro criektpa BLAISE paccmat-
puBatoTcad u 6onee peakuve OGnallKOWAHbIE W JIMHEWHblE
NPOSIBNEHUS HEKOTOPbIX PacnpOCTPaHEHHbIX BOCManuTenb-
HblX 4epmaTo30B: 6necTsAWero AMwas, KpPacHoro niocKoro
NMLas, aToNMYeCcKoro gepmaTtuta, KpacHoM BONYaHKM 1 Mco-
puasa [6, 8]. TakKe nMeeTcs ONMMcaHMUe CXOXKMX BbliCbiNaHWm
nocne BakuuHauuun ot COVID-19 [9]. Ony6arMKoBaHbl AaHHble
06 aTonMyecKoM AepmMaTtuTe C JIOKanu3auumen no JIMHUAM
bnawko [10-12]. Paznnyntb NUHENHbIA aTONMYECKUIN aep-
MaTUT U GnaWKKT 06bIYHO MOMOratoT yKasaHue Ha Hanuyue
aTonuMu B aHamHese, a TaKKe NpeawecTByoWme NMHERHbIe
3K3eMaTO3Hble BbICbINAHUSA B TUMMYHbIX MecTax (cruba-
TeNbHble NOBEPXHOCTHU IOKTEBLIX, KOMIEHHbIX, Ty4€3ansCTHbIX
cycTaBOB Yy B3pocibix) [12]. CerMeHTapHOe MnposiBlieHue
aToOMMYEeCKOoro gepmatuta no nMHMaM bnawko npeacraBnset
0CO6bIM MHTEPEC, TaK KaK MOXeT AoKa3blBaTb NnaTtoreHeTu-
YECKylo ponb KepaTUHOUMTOB U pMOPO6IaCTOB B pas3BUTUM
MecTHoro BocnaneHus [9]. Ansa nedyeHus BLAISE o06bl4HO
NPUMEHSIOT CUCTEMHbIE W TOMUYECKUE TNIIOKOKOPTUKOUADI,
OTBET Ha KoTopble BapbupyeT [12]. B 60/blUMHCTBE ClyYaeB

Puc. 7. MNaumeHTKa M.: XpOHONOrnsi Te4EHUS aTONMMYECKOro AepMaTtuta n ee Kito4eBble MOMEHTbI

Fig. 7. Patient M.: atopic dermatitis course and its key events

YcTaHOB/EH AWaArHo3s:

«ATONUYECKUI AepmaTUT».

B Tepanuun npumeHsnuncs
TOMUYECKMUE TNIIOKOKOPTUKOUABI
C MNONOXUTENBHBIM 3P dEKTOM

MHULMMPOBaHa 61osormyeckas

YuutbiBas TAXKEN0e TeveHue,

Tepanus — aynuiymaé
600 Mr NOAKOXHO

MosiBneHne nepsbix
BbICbINaHWM
Ha KoXe B Buae
3pPUTEMATO3HbIX NATEH,
nMxeHnbuKaLmnm
B /IOKTEBbIX Y NOAKONEHHbIX
crunbax

MepBuryHasa rocnuTanu3aums
B OTAE/NEHWe AepMaToNioruu.
B Tepanuu npumeHanuch
y3KononocHast dotoTepanus,
TOMUYECKME TIIOKOKOPTUKOWAbI
€O cnabbiM MONOXKUTENbHBIM 3P dEKTOM

YXyaweHue ¢ pasButnem
HenpepbIBHO PeLUANBUPYIOLLErO
XapaKkTtepa TeyeHust 3a6oseBaHuns

Ha ¢oHe cuctemHom Tepanmm —
NONOXUTENbHbIN 3OPEKT B BUAE
perpecca KOXHbIX BblCbINaHWM




nogo6Hble AepMaTo3bl HOCAT 4OOPOKAYECTBEHHbIN XapaKTep
W paspeluatotcs camocTtosaTenbHo [11]. B Hawem cnyyae
nauueHTKa nony4vyana Tepanuio nHrnéutopom IL-4/13 gynu-
NlyMaboM B CBS3U C TAXKENbIM TEYEHUEM aTOMMYECKOro aep-
MaTuTa [13], YTO TaKKe MpuMBEeNo K paspellieHnto 6naliko-
JIMHEeapHbIX BbiCbiNaHWh. MNogo6HbIN 3PPEKT MOXKET HOCUTb
Hec/ydalHbIM xapaKTep, U NPUMEHEHNE TEHHO-UHXEHEPHON
6MONOrMYEeCcKor Tepanun B cllydae COYEeTaHHOM MNaToNornu
MOXET CAYKUTb MPeanoYTUTENbHbIM BbIGOPOM, Y4YMUTbIBAS
TopnuaHoe TedeHne BLAISE B HEKOTOPLIX CUTyauMsX, a TaK-
e Korfa y nauMeHTa MMeeTcsa coyeTaHme npeactaBneHHbIX
HO30/10TMIN BMECTE C aTONMUYECKUM AEPMATUTOM.

3AK/TIIOMEHME

MpnobpeTeHHas BocnanuTeNbHaa Cbiflb MO JIMHUAM
bnawko (BLAISE) npeactaBnaetr co6oun rpynny 3abonesa-
HUW CO CXOXeW NaTorMcToNorMYecKom KapTUHOM, AO6pOKa-
YeCTBEHHbIM TeYeHWEeM U crneumPpuyeckon NoKanmsauunen.
lMofo6HbIE COCTOSAHMUS HE TaK 4acTo OMMUCbIBAlOTCH B UCTOM-
HUKaX NUTepaTypbl, YTO MOXET co34aBaTb JIOXKHOe BheyaT-
neHMe 06 WX peakon BcTpedaemocTu. [peacrtaBneHHbIN
HaMu cnyvyam gemoHcTpupyeT passutne BLAISE y naumeHTKH
C TSKeNbIM TeYEHMEM aTOMMYECKOro AepmaTuTa ¢ nocneay-
owen adpdeKTMBHON Tepanuen ¢ NpUMeEHEHNeM MHIMbuTopa
IL-4/13 pynunymaba.

WHO®OPMUPOBAHHOE COINIACUE

OT NaumMeHTa 1 ero 3aKOHHOMo NPeAcTaBUTENS NONYYEHO
nUCbMEHHOE MHOOPMUPOBAHHOE AOOPOBOSILHOE cornacue
Ha Ny6NMKauuio KIMHUYECKON MHPOpMaLuK 1 doTtorpaduin
B MEAMLIMHCKOM KypHane, BKoYas ero 3/1eKTPOoHHY0 Bep-
cuio (gaTa nognucanus: 18.11.2025).

INFORMED CONSENT

Patient and his legal representative have signed written
voluntary informed consent for the publication of clinical
data and images in the medical journal, electronic version
included (signed on 18.11.2025).
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0O60cHOBaHHe. [JuarHoCcTuKa MArkux ¢opm mykornonancaxapmgosa (MIIC) Bbi3biBaeT 3Ha4YUTE/IbHbIE TPYAHOCTU, & HECBOE-
BpeMeHHoe pacro3HaBaHMe 3ab60/1eBaHUS 3aJepKNBAET Havyano NnatoreHeTn4ecKon Tepanmm. OnncaHne KIMHNYEeCKOro
cnyyas. [JeBoyKa 5., KOHCYy/IbTUpOBaHa HEBPOJIOrOM B Bo3pacTe 6 Mec B CBSA3M C 3a[ePKKOM MOTOPHOro pa3Butus. B Bo3-
pacTte 1 roga gMarHocTMpoBaHa MyrnovyHas rpbixa, B Bo3pacte 3 1eT 0OTMEYEHbI 10SBEHNE HapyLUEHUS MEIKOH MOTOPUKM,
runepTpodusa afeHoua0B n HapyLieHne cayxa, B 4 roga — TyronoABUKHOCTb B JIOKTEBbIX U KOJIEHHbIX CycTaBax, HapylueHue
MOXOAKM, YyTOMASEMOCTb M OfbILIKa Mpn GU3NYECKOMN Harpy3Ke, rnoMyTHEHME POroBULbl, B Bo3pacte 5 et B craymnoHape
ANarHoCTUPOBaHbl MUEoNaTus LWEeNHOro otgena CrNMHHOro Mo3ra C sIBJEHMeM BSAJIOr0o naparnapesa B pyKax, Hapy)KHas
ruapoueganus, crubatesibHble KOHTPAKTYpbl JIOKTEBbLIX CyCTaBOB, BapycHas gepopmaunsi CTOM M ABYCTOPOHHMIA Ty60OTHT.
B Bo3pacTte 8 s1eT BrepBble OCMOTPEHa reHETUKOM, 3arnofgo3peHo 3abonieBaHne m3 rpynrbl MIIC. BbisiBl€HbI CHUXEHWE
aKTMBHOCTHM apuiicynbpatadbl B — 1,8 HM/mr/4 (pepepeHcHbie 3HaveHus: 42,8—129,8 HM/Mr/4) u dKCKpeLus gepMmaTaH-
cynbgarta, 3anogospeH MIIC, tun VI. [lpoBegeHo nosiHoe ceKBeHMpoBaHue reHa ARSB, natoreHHble/BepOSTHO-NaTOreHHbIE
BapuaHTbl He 06Hapy»KeHbI. pn NpoBeAeHUU NOBTOPHOro aHa/im3a akTMBHOCTb apu/cyibdaTtasbl B ipegenax pepepeHCcHbIX
3Ha4YeHuI, HO BbISIBIEHO PE3KOE CHMXEHUE aKTMBHOCTU a-L-maypoHngassl — 0 0,001 MKM/n/4 (pepepeHCHble 3HavyeHns
1-25 MKM/n/4). o pesynbtatam cekBeHnpoBaHus reHa IDUA B 3K30He 2 o6Hapy»KeH naTtoreHHbl BapuaHT ¢.208C>T
(p.GIn70%*), B 3K30He 10 — BapHaHT HEM3BECTHOIO KIMHUYECKOoro 3HavyeHums ¢.1505G>C (p.Arg502Pro), oba B retepo-
3UrOTHOM COCTOSIHUM. YCTaHOBJ/EH AnarHo3: «MyKornoancaxapugos, tmn | (cnHgpom Lene)». MHMUMMpoBaHa naTtoreHeTu-
yecKasi (pepmMmeHTo3aMecTUTeIbHasl) Tepanus, pesy/sbTaTbl KOTOPON oTcaexuBanan o 17-1eTHero Bo3pacta npobaHaa.
3aknwyeHme. PaHHsis anarHocTuka MIIC aBasieTcs HeE06XoAMMbIM YC0BUMEM [J151 CBOEBPEMEHHOIO Havyasia natoreHeTnye-
CKOro JIeYEHMS], YTO MOXKET 3HAYUTEIbHO Yy4LIMTL MPOrHO3 A48 MArKux ¢opm 3ab60/1eBaHus.

Knro4eBblie cnoBa: myKoronncaxapugos, mr |, cuHapom Llene, KIMHUYECKNI Criy4al, AnarHOCTUKa, AMHaMmu4ecKoe HabJito-
AeHne, nevyeHne

Ansa yntupoBaums: bydnHckasa H.B., BeukacoBa A.O., LLinnosckoBa E.E., Bawakmaasze H.[., Koctnk M.M. InarHoctnyeckun
KBECT NauueHTa ¢ Markon ¢bopmon mykononucaxapugosa, mn | (cuHagpom Lene): KnnHnM4eckui cnydan. Borpockl coBpe-
meHHo# negunatpmmn. 2026;25(1):28-36. doi: https://doi.org/10.15690/vsp.v25i1.3004

OBOCHOBAHME

Mykononucaxapvao3 (MIC), Tun | — ayrocomHo-peLec-
cMBHOe opdaHHoe 3aboneBaHne, pa3BMBaloLLEECS B pe3yb-
TaTe HaKoMneHus fgepmaTaHcynbdaTta U renapaHcynbdara
B IN30COMax KIETOK. [PUYMHOM 3TOro ABASIETCH CHUXKEHUE
aKTMBHOCTU depMeHTa a-L-naypoHuaassl BCneactsme Hanm-
4YUA NaTOreHHbIX M BEPOSTHO MaTOreHHbIX HYKNEOTUAHbIX
BapuaHToB B reHe IDUA [1]. AnarHocTuka markux popm MIMC
BbI3bIBAET 3HAUYUTENbHbIE TPYAHOCTU [axe Yy Bpayen ¢ 60/b-
LIMM OMbITOM paboTbl. HeCBOEBpEMEHHOE pacno3HaBaHWe
MTIIC, B cBO o4epeab, 3a4epKMBaET Havyano naTtoreHeTu-
yecKow Tepanuu. KnuvHuyeckue npumepbl No3gHen auar-

HocTMKK MIC npopomKaloT nyb/iMKoBaTb M B HacTosiliee
Bpems [2], 4TO yKa3blBaeT Ha HE06XOANMOCTb MOBbILWEHHOTO
BHMMaHMKS Bpayen pasHbix cneuuanbHOCTEN K AaHHOW NPo6-
neme. BaKHbIM OCTaeTCs TaKXKe AMHAMUYECKOEe U MEXAMnc-
UMNAMHapHoe HabnoeHre 3a NauueHTOM AN BblBAEHUS
OC/IOXHEHUN 3aboneBaHUsa U MX KOPPEKUMU ANS Nyylero
NPOrHO3a /151 XM3HU 1 300POBbS pebeHKa.

KNUHUYECKHUHA NPUMEP

O nauueHTe

Mpo6aHa — peBovKa 4., oT nepBon 6epeMeHHOCTH,
npoTteKkasluen 6e3 ocobeHHocTen. Poabl nepBble, 3ano-



3naBwne (Ha 42-n Hel 6ePEMEHHOCTH), Yepesd eCTeCTBEH-
Hble pogoBble MNyTW. lpu poXKaeHun Macca Tena pebeH-
Ka — 3430 r, pivHa — 52 ¢cMm, oueHKa no wkane APGAR —
9/10 6annoB., 3akpuyana cpasy, PoA0BOM TpaBMbl U aCHUK-
CUU He Bbino.

HacneacTtBeHHOCTb MO BPOXKAEHHBLIM MOPOKaM PasBUTHS,
XPOMOCOMHbIM aHOManusaM, 60Ae3HAM HaKOMNEeHUs U apy-
MM HacneACTBEHHbIM 60NE3HAM He OTAroweHa.

M3 aHaMHe3a U3BECTHO, YTO Npo6aHa BNeEPBbIE KOHCY/b-
TMpPOBaHa HEBPOJSIOrOM B BO3pacTe 6 Mec B CBS3M C 3a[epiK-
KOM MOTOPHOro pas3BuTUSA. PeKoOMeHA0BaH Kypc Maccaxa,
nocne KOToOpPoro 0TMeYanoch yayylleHne — AeBOYKa Havana
CUAETb U Non3atb.

B Bo3pacte 1 roga BbisiBieHa Nyno4yHas rpbika 6e3
ylieMNeHus.

B Bo3pacte 3 seT poauTENM OTMETUIM HapylweHue
MEJIKOM MOTOPUKM. [JeBOYKa KOHCYNbTUPOBaHa OTOpMHONa-
PUHION0rOM, BbISIBAIEHbI TMNepTpodms ageHoOMA0B M Hapy-
LeHne cnyxa.

B Bo3pacte 4 net NosBUIOCb OrpaHUYeHne MNoABMK-
HOCTW B JIOKTEBbIX M KOJIEHHbIX CycTaBaX, OTMEeYeHbl Hapy-
lEeHMe MOXOAKM, CBSA3aHHOE C KOHTPaKTypaMu CycTaBOB
HUXXHUX KOHEYHOCTEN, anobbl Ha MOBBIWEHHYIO yTOMsSe-
MOCTb M 0ablWwKy. Mpu ocMoTpe 0dTanbMONOroM BbISIBEHO
NOMYTHEHME POroBHLLbI.

B Bo3pacte 5 ner pebGeHOK MOBTOPHO KOHCYNbTUPO-
BaH OTOPMHOMAPWMHIONOINOM C LIENbl0 MPOBEAEHUs onepa-
TUBHOIO yAaneHusi ageHouaoB, WMHTyGauus Npu BBeAEHWUM
HapKo3a OKa3aflaCb HEBO3MOXHOW B CBS3U C KOPOTKOM
lween. PeKomeHaoBaHa KOHCyNbTalUMa HeBposora U reHe-

TWKa. [JeBOoYKa HEeCKONbKO pa3 6bla rocnuvranan3vpoBaHa
B HEBPOJIOrMYECKoe OTaeneHme 061acTHOM AETCKOM 60JIbHU-
bl C AMarHo3om: «<Muenonatus — CUPUHIOMUENUS LIENHOTO
oTAena CNMHHOIO MO3ra C fBfIEHMEM BSANOro napanapesa
B pYKax; yMEepeHHO BblpaxeHHas HapyxHas rugpouedanus,
KOMMNeHcMpoBaHHasa dopMa; KUCTa NPOMEXKYTOYHOro napy-
ca; HWXHAA peTpoLepebennsapHas Kucta; crubartefibHble
KOHTPaKTypbl JIOKTEBbLIX CyCTaBOB; BapycHas aAedopmalus
nepeaHuUx OTAENO0B CTOM; ABYCTOPOHHUIM TYGOOTHT; rMNepTpo-
U HEBHbIX MUHAANWH, afeHouAabl». 3a BpeEMS rocnurtanu-
3auMu NpoBeAeHO NleYeHNEe KOPTEKCUMHOM, MEKCUMMPUMOM,
nupaueTaMom U HEMPOKCOM — 6€3 3HA4YMMOr0 YAydLLEHHUS.

B Bo3pacTte 8 s1eT geBOYKa HarnpaB/ieHa Ha KOHCY/b-
TauMio K reHeTUKY B MELUKO-reHETUYECKYID KOHCYNbTaLmio
Bonrorpaackon 061acTHOM KAMHMYECKOW 60NnbHMLbI N2 1.
Mo pe3dynbrataM KOHCyNbTalMM 3anofo3peHo 3aboneBaHne
13 rpynnel MIMNC. HanpaBneHa Ha o6¢cnegoBarHne B Meamko-
rEHETUYECKMN HayyHbiK LEHTPp UM. akad. H.[l. boukoBa,
rae Obln NpoBefeHbl CKPUHUHT Ha JIM30COMHblE 6ONEe3HM
HaKOMNEeHUs, UcclefoBaHWe COAepXaHWsd TMUKO3aMWUHO-
rnukaHoB (FAlN) B Mo4e. BbIiBNEeHO CHUXXEHWEe aKTUBHOCTH
depmeHTa apuncynbdatasbl B go 1,8 HM/mr/4 (pede-
PEHCHble 3HayeHua 42,8-129,8 HM/Mr/4) 1 noBbiwe-
HWE 3KCKpeuun aepmartaHcynbdarta. 3anomo3peH MIIC,
T1n VI. MNMpoBeaeHO MONEKyNsapHO-reHeTUYecKoe Uccneao-
BaHMe B 0ObeMe MOMHOIr0 CeKBeHWpoBaHus reHa ARSB,
naToreHHbIX/BEPOATHO-NATOreHHbIX BapMaHTOB He O6Ha-
py»eHo. [lpM NOBTOPHOM WCCAEeAOBaHUM JIM30COMHbIX
GepMeHTOB aKTUMBHOCTb apwuicynbdatasbl B Haxogunacb
B npegenax pedepeHCcHOro nHTepsana, Ho BbISIBIEHO pe3-
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Diagnostic Quest of a Patient with a Mild Form
of Mucopolysaccharidosis, Type | (Scheie Syndrome):

Case Study

Background. Diagnosis of mild forms of mucopolysaccharidosis (MPS) causes significant difficulties, and its untimely recognition
delays pathogenetic therapy initiation. Case description. Girl Ya., was consulted by neurologist at the age of 6 months due to
delayed motor development. Umbilical hernia was diagnosed at the age of 1 year, appearance of fine motor disorders, adenoid
hypertrophy and hearing impairment were noted at the age of 3 years, elbow and knee stiffness, gait disturbance, fatigue, exertional
dyspnea, and corneal opacity — at 4 years, myelopathy of cervical spinal cord with flail hands paraparesis, external hydrocephalus,
flexion elbow contractures, varus feet deformity, and bilateral tubotitis were diagnosed in the hospital at the age of 5. She was
examined by a geneticist for a first at the age of 8, disease from the MPS group was suspected. Decreasein arylsulfatase B activity
(1.8 nM/mg/h) (reference values 42.8-129.8 nM/mg/h) and dermatan sulfate excretion were revealed, thus, MPS, type VI was
suspected. Full sequencing of the ARSB gene was performed, no pathogenic or probably pathogenic variants were revealed.
Arylsulfatase activity was within the reference values during the next analysis, however dramatic decrease in «-L-iduronidase activity
was detected — up to 0.001 uM/L/h (reference values 1-25 uM/L/h). Pathogenic variant c.208C> T (p.GIn70*) was revealed in
exon 2 of the IDUA gene, as well as variant of unknown clinical value ¢.1505G> C (p.Arg502Pro) in exon 10, both in a heterozygous
state. The patient was diagnosed with mucopolysaccharidosis, type | (Scheie syndrome). Pathogenetic (enzyme replacement) therapy
was initiated, its results were followed-up until the age of 17 years old. Conclusion. Early diagnosis of MPS is crucial for timely
pathogenetic treatment initiation, as it can significantly improve the prognosis for mild forms of the disease.

Keywords: mucopolysaccharidosis, type I, Scheie syndrome, case study, diagnosis, case follow-up, treatment
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

KO€ CHUMKEHWE aKTMBHOCTM depmeHTa a-L-naypoHmaasbl 4o
0,001 MKM/n/4 (pedepeHcHble 3HadeHnsa 1—25 mMkM/n/u).
Mpu cexkBeHMpoBaHUM 3K30HOB 1-8 W 14 reHa IDUA
B 9K30He 2 BbIiBNEH NaToreHHbln BapuaHt ¢.208C>T
(p.GIn70%*) B reTepO3MroTHOM COCTOSAHWU. NHMUMMpPOBAHO
[onofiHUTeNbHOe obcnejoBaHe — CEeKBEHUPOBaHbl 3K30-
Hbl 9-13 reHa IDUA; B 3Kk3oHe 10 BbisiBfieH BapuaHT
C HEeW3BEeCTHbIM K/IMHUYECKMM 3HayveHuem ¢.1505G>C
(p.Arg502Pro) B reTepo3UroTHOM COCTOSIHUW.

®dusukanbHaa AMarHocTUKa

Mo gaHHbIM 06BHLEKTMBHOINO OCMOTpa B BO3pacte 8 feT:
Macca Tena — 22 kr (—1,08 SD), poct — 113 ¢cm (-2,63 SD),
UMT — 17,2 kr/m2 (0,71 SD). BbisiBNeHbl KOpoTKasa Lies,
604KoO6pas3Hasa rpyaHas Knetka, nyrnovyHas rpohxa, gedop-
Mauus cKeneta Mo TNy MHOXXECTBEHHOrO AM30CTO3a, KOH-
TPaKTypbl JIOKTEBbIX CYCTaBOB (OrpaHUYeHne pasrnbaHus),
KOHTPaKTypbl CYCTaBOB KWUCTeW (OrpaHuM4yeHue crubaHus
N pasrnbaHus MNACTHO-GanaHroBblX CYCTaBOB), KOJIEHHbIX
CyCTaBOB (OrpaHuyeHue pasrnbaHus), BanbrycHas gedop-
MaLms CToM, HU3KOPOCOCTb.

MpeaBapuTeNbHbIA AUArHO3
MyKononucaxapuaos, TMn |, NnpeanonoXuTensHo, Bapu-
aHT LWene.

AMHaMuKa U ucxopbl

B Bo3pacTe 8 et pe6eHOoK 6blal BNepBble roCNUTann3u-
poBaH B HauMOHanbHbIM MEAULMHCKUIN UCCNeaoBaTebCKUM
LeHTp 3gopoBbs aeten (HMWLL 3gopoBbs ageten, r. MockBa).
B 6MOXMMHWYECKOM aHann3e KPOBW BbISIBAEHO MOBbIWEHWE
aKTMBHOCTK acnapTtatamuHoTpaHcdepasbl (ACT) — 58,6 Ea/n
(pedepeHcHble 3HaveHna <42 En/n) namunasel — 130 Ea/n
(pedpepeHcHble 3HaveHns 28-100 Ep/n), KOHUEHTpauuu
obuwero 6unmpybnHa — 28,1 MKMOnb/n (pedepeHcHble
3HayeHus 3,7-20,5 mkmonb/n) n N-KOHUEBOro nentvaa
MO3roBOro HaTpumnypetudeckoro ropmoHa (NTproBNP) —
178 nr/mn (pedepeHcHble 3HayeHus < 83 nr/mn).
AKTUMBHOCTb APYrnX Ne4YeHOoUYHbIX GEPMEHTOB, KOHLIEHTPALMK
npsMoro 6unuMpybuHa, Kanwus, HaTpus, MarHus, MOYeBMU-
Hbl, MOYEBOM KMCNOTbI, KpeaTUHUHA, XONecTeprHa, NlaKTaTa,
obllero 6enka U MIOKO3bl B KPOBM — B npeaenax pede-
pPEeHCHbIX 3HayeHun. UccnegoBaHue Al B Moye nokasano
noBblileHWe Ao 77 Mr/MMosfb KpeaTuHWHa (pedepeHCHble
3HayeHusa < 13).

Mo pesynsratam anexkTpokapanorpadum (AKI): ymepeHHas
CMHycOBasi TaxuKapausl, CUHAPOM pPaHHeW penonspuaaunu
eNnyao4yKoB. XoTepoBcKoe MoHuTopupoBaHue 3Kl Bo Bpe-
Msi 604PCTBOBaHUS — yMepPEHHas CMHYCOBas TaxMKapaus, BO
BPEMS CHa — Bblpa)KeHHas CUHYCOBas TaxMKapaus; ann3oabl
MUIrpaLus BOAUTENS PUTMa M3 CMHYCOBOrO y3fa B MUOKapa
npaBoro Npeacepaus, peakue AHEM, YacTble HOYbIO; pUrna-
HbIM UMPKaHbIA NPodUIb CepaevyHOro puTMa; CUHAPOM paH-
HeWn penonspusaunn Xenygoyko. Y3M opraHoB 6PIOLLIHOMN
rosiocTu: NpU3HaKn AnMd y3HOro napeHxMmMaTo3HOro npo-
Lecca B NeYeHW U cenesdeHke, BTOPUYHbIX UBMEHEHWI noa-
enyfo4Hon xenesbl. Ixokapanorpapusa (AxoKr): npusHaku
COEANHUTENIbHOTKAHHOW AMcnna3Mm — aHHYN03KTa3us aop-
TanbHOro KnanaHa, peryprutaums 2—3-i cTeneHu, aunaraums
BOCXOAALLEV aopTbl, HE3HAYUTENbHAS Aunataums npeacep-
OWA M NEeBOro »Kenygoyka, reMogMHaMMYecKn He3HauyuMMbIn
OTKPbITbIK apTepuanbHbli NPOTOK. KapauopecnupaTopHbii
MoHuTOpUHI (KPM): CMHAPOM anHo3 BO CHe, TAXeson cTe-
MeHn, YacTble 3aNU30Abl TMNOKCEMUK, 0OLLEN NPOAOSIKUTENb-
HocTblo 21,4 MWH (3,6%), TaxuKapauMa W AOblxaTenbHas

aputMus. MarHuTHo-pe3oHaHcHas Tomorpagus (MPT) wen-
HOro otgesna Mo3BOHOYHMKA: CTEHO3 MO3BOHOYHOrO KaHa-
Nla Ha ypoBHe KpaHWoBepTebpasbHOro nepexopa, Hapylle-
HWe cTaTuKuK, dedopmauus Ten No3BOHKOB LIENHOro otaena
NO3BOHOYHUKA, aHOManus ApHonbaa — Knapwm (nponanc MuH-
[aMH MO3)KEe4Ka, CTPYKTYp cTBONa B 60JblUOE 3aTblI0YHOE
oTBepcTUe, cupuHromuenuns). MPT ronoBHOro Mosra: aHo-
manus ApHonbaa — Kuapu |; akcTpauepebennspHas Kucra.
BuaeoanektpoaHuepanorpamma (Bnaeo-33l): 3a Bpemsa
nccnegoBaHusa TUNUMYHOWM 3NMAEnTUGOPMHON aKTUMBHOCTY,
ANUNENTUYECKUX MPUCTYNOB U UX IAM-NaTTepHOB He 3aperu-
CTpupoBaHo. 3dnekTpoHerpomuorpapus (QHMI): BbiSBNEHbI
NPU3HaKM rpyboro MopakeHus CPeanHHOro HepBa B Kap-
naibHOM KaHane ¢ 06eux CTOPOH C NOSHbIM 610KOM Mpo-
BeeHUs UMNy/bca CleBa M cnpasa; NpoBeaeHue nMnynbca
no NOKTEBOMY HEPBY HE HapyLIEHO.

KoHcynbTaumns cypgonora: oBYCTOPOHHSAS KOHAYKTUBHas
Tyroyxoctb, crnpaBa — Il cteneHun, cnesa — I-Il crene-
HW; ABYCTOPOHHWM XPOHUYECKUM IKCCYyAaTUBHbIA CpeaHum
OTWT; ageHounabl 3-v cTteneHn. KoHeyibtayms ogtaibMosora:
anddy3Hoe NomMyTHEHME POroBULIbI 060X r1as, MPU3HaKK
HEe3Ha4YUTeNbHOro HapyweHUs perynsumm CoCyanucToro TOHy-
ca, acTurMatnam o6omx rnas.

YuutbiBasi No3aHee NosiBAeHWe KIMHUYECKMX CUMMNTOMOB
(nepBble 3HaYMMble A gMarHoctuku MIMC cMMnToMbl NOSBK-
NUCb B BO3pacTe cTraple 3 neT), Mea/ieHHoe NporpeccMpoBa-
HWe 3aboneBaHus, Hann4ue B reHoTune npobaHia BapuaHTa
reHa IDUA HeM3BeCTHOro KIIMHUYECKOro 3Ha4YeHusi, yCTaHOB-
JIEH OKOHYaTeNbHbIN AnarHo3: «CuHapom Lewne»r.

MpoBeaeHa BpayebHast KOMUCCHS, MO pe3dybTataM KoTo-
poK, y4nTbiBas TAXKECTb 3aboneBaHus, NpobaHay PEKOMEH-
[JOBaHO MOXM3HEHHOE eXeHefeNbHOe BBeAeHWe npenapa-
Ta napoHugasa. ®epmeHTo3amecTutenbHaa Tepanus (P3T)
UHWUMMpPOBaHa B Bo3pacte 8 net 11 mec, NepeHoCUMOCTb
YAOBNETBOPUTENbHASA.

B Bo3pacte 9 sieT OTMeYanocb YXyAlWeHWe COCTOSAHMSA
npo6aHia Mo AaHHbIM WMHCTPYMEHTaNbHOro 06CneaoBaHus.
OKTI: peskasi cuHycoBasi TaxMKapaus, HEKoTopoe yxyalle-
HMe npoLiecca penonapusaLMnm B MUOKapae xenyaodkos. Mo
[aHHbIM 9XOKI Take oTMeveHa oTpuuaTe/bHas AMHaMUKa:
a@HHY/I09KTa31sl aopTaNbHOrO K/anaHa, CTBOPKM YTOJLLEHbI,
[AMCNNacTUYHbI, peryprutaumns 3-v cTteneHun, aunataums Bocxo-
[sILLEV a0pTbl, NEBbIN XeNyA04YeK N0 BEPXHEN rPaHULLE HOPMbI,
MUTpanbHas W TPUKyCNuAanbHas peryprutaumsa 1-i crene-
HW, TEMOAUHAMMYECKN HE3HaAYMMbIA OTKPbITbIM apTepuanb-
HbIM NpoTOK. Mo paHHbIM cyToyHoro XM-OKI B AMHaMuKe Ha
$oHe nprnema 6eTa-aapeHo610KaTopoB (6UCONPONON) OTMe-
YyeHa HopManu3aLms BCex NnokasaTtesnen 4acToTbl CEPAEYHbIX
coKpaueHun (HCC) B TeyeHne cytok. KPM: oTpuuaTenbHas
AMHaMWKa B BUAE CHUMKEHWS caTypauuu, yBennyeHus obLuen
NPOAONMKUTENBHOCTU TUNOKCeMUK (C 21 fo 44 MUH), yBenu-
YeHUs1 cpedHero CHUeHus catypauuu (¢ 7 go 8,8%), Hapac-
TaHWsl MHOEKCa anHo3/rMMoMHO3 M MHAEKca AecaTypauui.
PeHTreHorpagus: NpusHak1M Kapavomeranuu; oTpyuuaTenbHas
OMHaMWKa KapauoTopaKkanbHOro MHaeKkca go 62 (6oino 56).
MPT rpyaHoro otaena no3BOHOYHMKAE: NPU3HAKK HapyLlweHus
CTaTUKW FPyAHOro oTAena Mo3BOHOYHWKa, gedopmauuu Ten
NMO3BOHKOB W cUpuUHromuenuun. MPT werHoro otgena no3Bo-
HOYHMKa 6e3 oTpULaTENbHON IMHAMUKH.

Ha dpoHe 3T oTMeYeHbl yMEHbLLEHWE Pa3MEPOB NEYEHU
M CHUKEHWE aKTMBHOCTU MeYeHO4YHbIX GEPMEHTOB, yBennye-
HWE NOABMMKHOCTM B KONMIEHHbIX U FONEHOCTOMHbIX CyCcTaBax.
[ns oueHkn addpekTuBHocT 3T npoBeaeHo onpeaenexHune
copgepxaHua Al B modye — 18 Mr/mMMonb KpeaTUHWHa
(pedepeHcHble 3Ha4YeHus < 13 Mr/mMMOnb).



B Bo3pacte 10 ner [eBOYKa rocnuranu3avpoBaHa
B HewnpoopToneamyeckoe otaeneHne HMMUL, 3p0poBbs
aeTeln, rae nNpoBefeHO KOMMJEKCHOe onepaTtMBHOE BMe-
WaTenbCcTBO, MHTYGaLMs ocylecTBasnacb C 3HAOCKOMMU-
YeCKMM nocobueM. BbinonHeHbl ABYCTOPOHHAS TOH3WA-
3KTOMMSA, 3HAOCKOMMYECKas aJeHOTOMMWS, ABYCTOPOHHee
na3epHoe WyHTMpoBaHue 6apabaHHbIX NOMOCTEN, ABYCTO-
POHHUIM HEBPOIN3 NepudEepPMYECKOro HEPBHOIO CTBOJA NoA
KOHTPOSIEM OMNepPaLMOHHOr0 MUKPOCKOMNa C MPUMEHEHNEM
WMHTPaonepaLnoHHOro HeEMpoPU3NONOrM4eCcKOro MOHMUTO-
puHra, repHuonnactuka. [daHHble GU3NYECKOro pasBu-
TMa: macca Tena — 25,8 kr (—1,11 SD), poct — 120 cm
(-2,7 SD), UMT — 17,9 kr/m2 (0,65 SD).

B Bo3pacrte 11 net pebGeHOK NMOBTOPHO FOCAUTAIMU3U-
poBaH B Kapauosnoruyeckoe otaeneHne HMMUL, 3gopoBbs
neten. dusnyeckoe passutue: macca Tena — 30,5 Kr
(=1,05 SD), pocT — 130 cm (-2,48 SD), UMT — 18,0 Kr/m?2
(0,27 SD). No paHHbIM 3X0KI™ coxpaHSIOTCA NPU3HaKKU Coean-
HUTENbHOTKAHHOW AMCNAa3nn, 6e3 oTpuLaTenbHOM AMHaAMMK-
KW: aHHY/I03KTa3ns aopTaNbHOro KianaHa, perypruraums
3-11 cTenenu (pparums peryprutaumm 53%, 6bina 45%), avna-
TaumMs BOCXOASLEN aopTbl (Z-score —2,6), NeBbIN Kenyao-
YeK He3HauuTenbHO aunaTupoBaH (46,4 mm, Z-score —2,2),
MUTpanbHas v TPUKyCcnMaanbHaa peryprutauus 1-i ctenetu,
reMoAMHaMMYECKM HE3HAYMMbIN OTKPbITbIM apTepuasibHbIi
npoToK (1,0 MM), 3aHASA CTEHKa NeBOro XeNyaoyKa yTonue-
Ha (8,6 MM, Z-score —2,6), NePeropokn UHTaKTHbI, ppaKums
Bbl6poca 86%. o aaHHbIM XM-3KIT — B AHEBHOE U HOYHOE
BpPeEMS JOMMWHUPYET CUHYCOBbLIN PUTM, 3NU304bl MUrpaLuu
BoauTens putMma Houvbto, YHCC B npeaenax BO3pacTHOM HOp-
Mbl. 3HAYUMbIX HaPYLIEHWA CEPAEYHOro pUTMa He BbIsiB-
neHo. KomnbeiotepHasi Tomorpagus (KT) opraHOB rpyaHou
K/IETKN C KOHTPaCcTMPOBaHMEM: NMPU3HAKM OTKPLITOrO apTe-
pUanbHOro NPoToKa B TUNMUYHOM MeCTe, AJIMHON O MM 1 ceve-
HMEM Ha BCEM MPOTAXEHUU 3—4 MM, C HAMYMEM eAWNHUY-
HOrO MPUCTEHOYHOIO KanblUuWHaTa. B cBA3KM C BbIABEHHBIMU
U3MEHEeHUAMU Ha3Ha4YeHa KOHCYbTauus KapamMoxmpypra, no
pe3ynbTaTaM KOTOPOM PEeKOMEHAOBAHO 3HAOBACKyNsipHOe
3aKpblTUE OTKPBLITOrO apTepuabHOro NPoToKa.

B Bo3pacte 11 ner Ha doHe P3T oTmMeyeH anu3on
NUPOreHHOM peaKkuun — nogbem Temnepatypbl 4o 38,6 °C,
pBOTa, B 06LEM aHaNM3e KPOBU — NENKOLMTO3, MPOBEAEHa
aHTMGaKTepuanbHasa Tepanus. Yepe3 Hegenio MNOBTOPHOE
noBbllWeHWe TemnepaTypbl 40 GebpunbHbIX LMdp A0 Havana
BHYTPMBEHHOIO BBEAEHWS NapOHMAa3bl, ele 4Yepes Heae-
Nto — 3a 2 4 A0 oKoHYaHusa P3T. JaHHylo peaKLuto cBA3bI-
Ba/iM C HapylWeHWEM CKOPOCTU WHOY3UU NeKapCTBEHHOrO
npenaparta.

B Bo3pacte 11 net 7 mec NpoBeAEHO PEHTIEH3HA0BA-
CKYNSIpHOE 3aKpblTME OTKPbITOrO apTepuanbHOro NpoToKa
cnupanbto. lNMocneonepaunoHHbI Nepuon 6e3 OC/oXKHe-
HuW. Mo aaHHbIM AXoKI — 6e3 naTtonornyeckux c6pocos,
AWCNOKaLMK yCTPOMCTBA HET, NOMOCTU cepaua He pacluu-
peHbl, cucTonmMyeckas GYyHKLMA NEBOro enyaodka yaoB-
NeTBOpUTENbHAS.

B Bo3pacte 12 sner peBo4YKa rocnutanv3vpoBaHa
B OTAENeHMe MCUXOHEBPONOrMMU M MCMXOCOMATUHECKON
natonornn HMWL, 3gopoBbst geten. [aHHble GU3UYECKOTrO
pa3BuTMsa: Mmacca Tena — 34 kr (-1,21 SD), poct — 133 c™m
(-2,86 SD), UMT — 19,2 kr/m2 (0,4 SD). MNcuxopeuyesoe
pas3BUTHE, MHTEPECHI U MHTENINEKT COOTBETCTBYIOT BO3PACTY.
MpoBeaeHo 1UccnefoBaHUE CIyXOBbIX BbI3BaHHbIX MOTEHLU-
asoB: Npu UHTEHCMBHOCTM cTumynaunn 40 ab nuk V onpe-
aensieTcs OTYETNIMBO CheBa, He onpeaensetcs crnpasa,
N0 aKyCTMYECKMM CTBONOBbLIM MOTEHUManam 3aMenseHus

NPOBEAEHUsA MO CyXOBbIM CTPYKTYypaM CTBOMa MO3ra HeT.
3putenbHble Bbi3BaHHbIE MOTEHLMabl: HapyWEeHUn npo-
BelleHUsA 3puTesibHOM addepeHTaumMm Ha Kopy He O6Ha-
pyxeHo. O6was peHTreHorpadus: KaptuHa W-ob6pas3Horo
NPaBOCTOPOHHErO FPYAHOr0 CKOIMO3a 2-i CTeNEHU, KNhOo3.
Buaeo-33I-MOHUTOPUHI 3aNnMNenTUOOPMHON aKTUBHOCTH,
ANUIENTUYECKNX NMPUCTYNoB M IAl-naTtTepHOB He 3aperu-
CcTpupoBaHo. o pedynstatam CyTOYHOro MOHUTOPUPOBAHMS
A/l BbIIBNEHbl CUCTONMYECKAa W AMacTonnveckas nabunb-
Has apTepuanbHas rmMnNoTeH3us B AHEBHOE BPEMS, B HOYHOE
BpeMsi — cTabuibHas guactonuyeckas runoteHsus. MPT
rpyAHOro otgesa no3BOHOYHMUKA: NPU3HAKK HapyLLeHKs cTa-
TUKK TPYyAHOro othena MO3BOHOYHMKA, gedopmauun Ten
NO3BOHKOB, CUPUHTomuenun. MPT weiHoro otgena rno3so-
HOYHMKa: KapTuHa CTeHO3a NO3BOHOYHOIO KaHana Ha ypoB-
He KpaHuoBepTebpanbHoro nepexoda u C1-C5, nedopma-
UMW Ten NO3BOHKOB, cUpUHromuenuun. KT no3BOHOYHMKA:
MPU3HaKW NPaBOCTOPOHHEro CKOIMo3a, KMdo3a LENHOro
oTAeNna No3BOHOYHMKA; YMEPEHHOrO CTeHO3a MO3BOHOYHO-
ro KaHana Ha ypoBHE KpaHMOBepTeOpanbHOro rnepexoja,
nedopmMaummn Ten No3BOHKOB; aHTENWUCTE3 TeNl MO3BOHKOB
C4, C6 B NONOXKEHUN NEXKA U Nexa NPU MakCMManbHOM Cru-
6aH1KN, KOCBEHHbIE NPU3HAKN AMHAMUYECKON HeCTabubHO-
ctn B cermeHte C4-C5. MPT ronoBHOro mo3ra: npu3HakoB
06bEMHbIX U O4YaroBblx 06pa30BaHUM, NOPa*KEHUs Belle-
CTBa roJIOBHOrO Mo3ra He o6HapyreHo. SHMI: BbiBNEHbI
NPU3HAKKN MOParKeEHWUs1 CPEeOAMHHOro HepBa B KapnaibHOM
KaHane ¢ 06e1x CTOPOH, NPUYEM B HECKOJIbKO GONbLUEN CTe-
NeHu crnpasa, NpoBeAeHMEe UMMY/bCa NO JIOKTEBOMY HEPBY
He HapyweHO — Mo CPaBHEHUIO C AaHHbIMU, MONY4YEHHbBIMU
B BO3pacTe 8 fieT, oTMeYyaeTca 3Haynmas noJioXKuTesibHas
AvHamuKa. B 6noxummndeckom aHainse KpoBM B BO3pacTe
12 neT coxpaHseTcs MNoBbIlIEHWE KOHLEHTpaLuuu obliero
6unupybuHa o 29,4 MKMonb/n (35,2 MKMonb/n (3aecb
W fanee — npu ycTaHOB/IEHUW AnarHo3a B Bo3pacTe 8 NeT);
pedepeHcHble 3HavyeHus 3,7-20,5 MKMonb/n), nNpsmMoro
6unupybunHa — o 5,43 MKmonb/n (4,81 MKMonb/n; pede-
peHcHble 3HavYeHnsa < 5,1 mkmonb/n), ACT — no 49,2 Ea/n
(47,5 Ep/n; pedepeHcHble 3HayveHus < 42 EA/n), KOH-
ueHTtpaumm NTproBNP — po 142,4 nr/mn (176,6 nr/mn;
pedepeHcHble 3HavyeHusa < 83 nr/mi). AKTUBHOCTb ApYy-
rMX NeYEeHO4YHbIX PEepMEHTOB, KOHLIEHTpaUnn obuiero 6en-
Ka, IOKO3bl, MOYEBUHbI, MOYEBOW KUCNOTbI, KPEaTUHUHA,
Kanusa 1 HaTpus — B npejenax pedepeHCcHbIX 3HaYeHUN.

B Bo3pacte 13 net [eBOYKa NepeHecna HOBYD KOpoO-
HaBuUpycHyt0 MHbeKuuo (COVID-19), B KAMHUYECKON Kap-
TUHE — MNOBbIWEHNE TeMMNepaTypbl 40 cy6debpubHbIX 3Ha-
YeHUMN B TevyeHwe Hepenu, nonydyana MeguKaMeHTO3HYIo
Tepanuio — LedTPMaKCoH, LMKNodePOH 1 apbuaon.

B Bo3pacte 14 net rocnutanu3npoBaHa B HUW neanat-
pUKU U OXpaHbl 340POBbA AeTer M. akaj. b.B. MNeTtpoBckoro
(r. MockBa). Mo gaHHbIM 3K oTMeyYaeTcsa yxyAlweHue npo-
Liecca penonspusaumm B MMOKapAe XenyaoyKoB, YA/IMHEHNE
mHtepBana QT go 463 mc. Mo aaHHbIM XM-3KI™ n 9xoKIN —
6e3 3Ha4YUMbIX M3MEHEHUN. o aaHHbIM Y3M BHYyTpEeHHMX
OpraHoB: MPU3HaKN yMepeHHOro yBe/inyeHns oobema neve-
HU, ANDODY3HbIX UBMEHEHWI MAPEHXMUMbI; aCUMMETPUS pas-
MepoB noyek (S > D, nesas 6osnblue npason). 10 gaHHbIM
33, MPT ronoBHOro v critHHOro Mo3ra — 6e3 U3MeHeHUN.

B Bo3pacrtre 15 ner 5 mec v 16 ner 4 mec 6Gbina
rocnutann3MpoBaHa B OTAENIEHUE MCUXOHEBPONOTUU U MNCK-
xocomaTtunyeckon nartonorun B HMWL, 3popoBbs aeten ang
[MHaMU4YecKoro HabnoaeHns. PM3nyeckoe pasBuTUe B BO3-
pacte 16 net 4 mec: macca Tena — 44,5 kr (-1,47 SD),
pocT — 146 cm (-2,47 SD), UMT — 20,9 kr/m?2 (0,02 SD).
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Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Mo paHHbIM OKI: Hecneunduyeckan BHYTPUIKENyAO4KOBas B Bo3pacTte 17 net C Lenblo KOHTPOoNs 3QhEKTUBHOCTU
6710Kaja, HapylweHue npolecca penonspusauunm B MMO- ®3T nNpoBeAeHO KOMMYECTBEHHOE OMpeaeNeHne coaepra-
Kapfe »enyao4ykoB, PWUTM CUHYCOBbIN. 3XOKI: cocTosiHue Hua Al B moye: gepmataHcynbdat — 2,70 MM/M Kpeatu-
nocne sm60AM3auMK OTKPbLITOrO apTepuanbHOro MpoToKa HUWHa (pedepeHcHble 3HaveHus ao 45 MM/M KpeaTuHuHA),
cnupasnbio; M3MEHEHMA CTBOPOK aopTasbHOro KianaHa XxoHApouTuHeynbdat — 3,03 MM /M KpeaTuHuHa (pedepeHc-
C peryprutaumen 3-i CTerneHu, MuTpasbHas peryprurauus Hble 3HayeHus fo 50 MM/M KpeaTuHuHa), renapaHcynb-

1-1 cTeneHn u TpUKycnuaanbHas peryprutauns 2-m cTeneHu, datr — 1,14 mM/M KpeaTuHuHa (pedepeHCHble 3Ha4yeHus
MWHUMaNbHas cenapaums TMCTKOB nepukapaa. MPT ronos- no 3 MM/M KpeaTuHuHa), kepataHcynbdatr — 0,49 mM/M
HOro Mo3ra, WEeWHOro, rpyaHoOro U MOSICHUYHOIO OTAENOB (pedepeHcHble 3HaveHus o 3 MM /M). NMepeHocumocTb 3T
NO3BOHOYHUKA, BUAEO-IM-MOHUTOPUHT — 6GE€3 BblparKeH- YAOBNIETBOPUTENbHASA.

HOM OTpuuATENbHOM AMHAMWKW. MccnefoBaHMe CIyXOBbIX Ha npotsxkeHnn Bcero nepuona HabnoaeHus y npobax-

BbI3BaHHbIX MoTeHUmasoB: No AaHHbiM KCBI HapyweHun [a oTMe4yanacb HM3KOPOCNOCTb, HO Ha GoHe P3T coxpaHa-
NpoBeEHNS MO C/YyXOBbIM CTPYKTypam CTBOMA OJIOBHOIO flacb NONOXMUTENbHAA AMHAMMKa pocTa, B TOM Yucne nybep-
MO3ra HeT, OTMeYyaeTcsl NoNoXKuUTeNbHas AnHamuka. SHMI: TaTHOE BbITArMBaHWE, MO3BOMMBLUEE COXPaHWUTb 3HAYEHUS
BbISIB/IEHbI MPU3HAKW, YKa3blBalollne Ha MoparkeHue cpe- nokasartenen pocta B npegenax ot —2 go —2,5 SD. lNMonHown
[VHHOrO HepBa B KapnalbHOM KaHane ¢ 06eux CTOpOoH, — OCTAHOBKM pocTa pebeHKa He OTMEYEHO, YTO XapaKTepHo
6e3 AMHaMUKM MO CpPaBHEHMWIO C paHee MpoBeAeHHbIMU [N eCTECTBEHHOI0 TeYeHUs 3aboneBaHus (puc. 1).
uccneaoBaHMsAMK. B HeBponorMyeckom cratyce otMevaet-

Cq YMepeHHas MOoNoXuTenbHas AUMHaMUKa, YBEUYUIUCH MporHos

06bEM aKTUBHbIX [ABUXEHUW W TONEPaHTHOCTb K pu3unye- [MporHo3 OTHOCUTENbHO 6GRaronpuaTHbiM. Y npobaHaa

CKOW Harpyske. KoHcynbTayms oprasbmosiora: rmnepMeTpo- markaa ¢opma (MIC, tun 1), ogHako 3aboneBaHue 6bl10

nus BbICOKOM cTeneHn OU, CNOXHbIM TMNepMeTponMyecKni Nno34HO AMAarHOCTUPOBAHO U UMENO ANNTENbHOE eCTECTBEH-

acturmatuam cnabomn ctenedn OU, MOMyTHEHWE POroBuLbl HOoe Te4yeHue, 4TO MPMBENO K CUCTEMHOMY MPOABAEHUIO

OU B ctpykType MIIC I, am6nunonus cnabon ctenexnm OU. 6ones3Hn. NcnonbloBaHne P3T cTabUAM3MpyeT COCTOSHUE
B cBA3K € coxpaHsoLENCH NOBbILEHHON KOHLEHTpaLm- nauueHTa.

en obwero 1 NpsiMoro 6unupyburHa pebeHOK KOHCYIbLTUPO-

BaH raCcTpPO3HTEPO/IOroM, 3anoAo3peH cuHApoM Hunbbepa, BpemeHHas wKana

noaTBEPXAEHHbIN onpegeneHneM konnyectsa TA-NOBTOPOB XpoHonorusa pasBuTUa 3aboneBaHMs U ero KiyeBble

B reHe UGT1A1, reHotun npo6aHaa — (TA)7/(TA)7. MOMEHTbI NpeacTaBneHbl Ha puc. 2.

Puc. 1. [InHamuKa pocTa npo6aHia B Bo3pacTte oT 8 Ao 16 net
Fig. 1. Growth dynamics of the proband from 8 to 16 years of age
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Puc. 2. XpoHonorusa pa3sutusa MIMC, Tun | y npo6aHaa v KitoyYeBble MOMEHTbI 3a60neBaHns
Fig. 2. Chronology of the development of MPS, type | in the proband and key moments of the disease
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pa3BnTUA NOMYTHEHWE POroBULLbl

KopoTKkas Lwes,
604KO0O6pa3Has rpyaHas

KneTKa, NynoyHas rpbixa,
MHOECTBEHHbIV AN30CTO3,

KOHTPaKTYypbl JIOKTEBbLIX,

KONEHHbIX U MexdanaHroBbIx

CyCTaBOB KUCTEH,
HW3KOPOCNOCTb

Havano ®3T

KomnneKcHoe xupypruyeckoe
BMeLWaTeNbCTBO: IBYCTOPOHHSAS
TOH3WNIKTOMUS, IHAOCKONUYECKas
aAeHOTOMMUS, ABYCTOPOHHUI HEBPONN3
nepudepmnyecKoro HEPBHOro CTBONA Noj
KOHTPONEM OnepaLMoHHOro MMKPOCKona
C NPUMEHEHWEM MHTPaOMNepPaLMOHHOIO
HENPODU3NOIOrMYECKOrO MOHUTOPUHTA,
repHvonnacTmka

B e D FE A FoiE 5ner e 8 net 8 net 9 net 9 net 10 net
A A 6 mMec 11 mec 5 mec 9 mec 4 mec

PEHTreHO3HA0BaCKynapHoe
3aKpbITUE OTKPLITOIo
apTepunanbHOro NpPoToKa

YyMEPEHHOr0 yBennyeHus o6bema
neyYeHn U WUTOBUAHOM KeNesbl,
ANDDY3HBIX UBMEHEHW NapeHxUMbl

HapyweHue Muenonatua — CUPUHTOMUENUS LIENHOIO KoHcynbrauus N3meHeHus Ha IKT, KT-KapTuHa
MENKON MOTOPUKH, oTena CMHHOro Mo3ra ¢ iBJlieHUeM reHeTuKa, XM-3KT, 9xoKl, MPT OTKPbITOro
runepTpodusa BANIOro napanapesa B pyKax; YMepeHHo onpepenexHune rpyaHoro otaena apTepuanbHoro
ajeHonaoB BblpaXeHHas HapyxHas ruapouedanus, Al B move, NMO3BOHOYHUKA npoToKa
KoMneHcupoBaHHas dopma; Kucta 3H3MMOAMArHOCTUKA,
NPOMEXYTOYHOIO Napyca; HUKHAS NMOWCK MyTaL i
peTpoLepebennsipHas KUCTa; crubaTtenbHble B reHe IDUA
KOHTPaKTYpbl JIOKTEBbIX CYyCTaBOB; BapycHas
nedbopmaumsa nepeaHUx OTAeNoB CTonm;
[BYCTOPOHHWI Ty60OTUT; runepTpodus
HEBHbIX MUHAANUH, aaeHouabI
Mo 3KT yxyaweHue npouecca Bupoeo-33r-monutopuur, SHMI, MPT
focnutanuzaums penonapusauum B MUOKapae ronoBHoro moara, MPT weWHoro,
Ha Kapauonoruyeckoe KENyA04KOB, YA/IMHEHWE UHTEpPBana rPYAHOr0 U NOSICHUYHOIO OTAENO0B MporHos
oTAenieHune: QT po 463 Mc. Y3-npusHaku NO3BOHOYHWKA, UCCNefoBaHne OTHOCHUTESNIbHO

CNYXOBbIX U 3pUTENbHbIX
BbI3BaHHbIX NOTEHLMAN0B —
6€e3 AMHaMUYECKUX UBMEHEHUI

61aronpuaTHbIN.
MNepeHocumocTb ®3T
yLOBNETBOPUTENbHAS

O6cnepgoBaHve B OTAENIEHUU
NMCUXOHEBPONOTUN
M MNCUXOCOMATUYECKOM NaToNornuu
LleHTpa 340pOBbs AETEN.
CocTosiHUe cTabunbHoe

McenenoBaHue CyxoBbiX BbI3BaHHbIX MOTEHLMAN0B —
ynyyleHne B AMHAMUKE, UCCNENOBaHUE 3PUTENbHbIX
BbI3BaHHbIX MOTEHLIMANOB — HE3HAYUTENbHOE
yXyAlleHne B AMHAMUKE B BUAE CHUXeHUs nuka P10O0

Bupaeo-33r-monutopuHr, 3HMI, MPT ronoBHoOro moara, BoisBneHuve
MPT wewHoro, rpyAHOro U MOSICHUYHOrO OTAEN0B cuHapoma
NO3BOHOYHWKA — 6€3 AUHAMUYECKUX UBMEHEHUI. Hunbbepa

MpumevaHune. TAI — rnMko3aMuHornnkaHol; 3T — depmeHTo3amecTuTenbHasa Tepanus; KM — anektpokapanorpadus; XM-9KIN —

XxonTepoBcKoe MoHuTopupoBaHue IKI,; IxoKIm — axokapanorpadus; MPT — MarHUTHo-pe3oHaHcHas ToMorpadus; KT — KomMnbloTepHas
ToMOrpadus; Buaeo-33I — Buaeoanexktpoaruedanorpadms; IHMI — aneKkTpoHerpoMmmuorpadus.
Note. GAG (FAl') — glycosaminoglycans; ERT (®3T) — enzyme replacement therapy; ECG (3KI') — electrocardiography; HM-ECG (XM-3KTI') —
Holter ECG monitoring; EchoCG (3xoKI') — echocardiography; MRI (MPT) — magnetic resonance imaging; CT (KT) — computed tomography;
video-EEG (B1Maeo-33I') — video electroencephalography; ENMG (S3HMTI) — electroneuromyography.

OBCYHKAEHME

Mo gaHHbIM 3apybeXKHOro uccnegoBaHus 78 naumeHToB
¢ cnHgpomom Llene, cpegHuit Bo3pacT MOSIBIEHUSA NEPBbIX
CMMMNTOMOB 3a60/IEBaHUS CUIbHO BapbupyeT — OT poxzie-
Hua 0o 34 net (MeamaHa — 5,4 roga). [pu aToM 3ageprKka

MeXay NosiBieHMEM CMMNTOMOB 3a60/feBaHUsA U NOCTAHOB-
KOW AnarHosa gocturana 47 net [3], @ BO3pacT NOCTaHOBKM
avarHosa MIC | BapbMpoBan OT poxaeHus Ao 54 net (Meau-
aHa — 9,8 roga) [3]. O4HUM M3 NepBbIX CUMATOMOB 3aboe-
BaHMWA y Halllen NaLMEHTKN, Ha KOTOPbIM 06paTUIM BHUMaHKE
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poauTenen B Bo3pacTe pebeHKa 6 Mec, Oblna TemmnoBas
3afepyKKa MOTOPHOIO Pa3BWTUS, CKOPPEKTMPOBaAHHAsA Kyp-
coM maccaxa M JIOK. AHanorMyHble nepsble NPOSBAEHUS
MTIC | (BapuaHT LLlere) onnucaHbl HaMn paHee U y ApPYyroro
pebeHKka ¢ 3TUM 3aboneBaHuem [4]. [ApyruM paHHUM
cumnTomoM cuHgpoma Lllene y Hawen nauueHTKM 6bina
nynoyHas rpbixa, AMarHoCTMpoBaHHas B Bo3pacte 1 roja.
MeanaHa Bo3pacTa MOSBAEHWUS TPbiXK COCTaBnseT 3 roja,
Torga Kak GOMbLWMHCTBO TUMUYHbIX CMMMTOMOB CHHAPOMA
LLleie (rpybble 4epTbl nuuUa, renatomeranunio, KOHTPaKTypbl
cycTaBoB, AedopmaLmm KOCTEN, aHOMaNUKU cepheyHbiX Kna-
NaHoOB, KOTHUTUBHbIE HAPYLIEHWUS Y NMOMYTHEHME POrOBULbI)
o6HapyKMBaloT no3gHee, B Bo3pacTte 5-12 net [3].

AHOManuK cepfeyHblX KnanaHoB, KOHTPaKTypbl CyCTaBOB
M NOMYTHEHWE POroBuLbl onucaHbl 6onee Yem y 80% nauu-
€HTOB, a BCe Tpu cumnToma — Yy 53% nauueHToB; CUHAPOM
3ansCTHOro KaHana, rpbiXa, rpybble 4epTbl nuUa U rena-
Tomeranua — 6onee 4yem y 50% nauuneHTtoB [3]. CuHAPOM
3ansCTHOro KaHana, KapaMoMuonatus u MuenonaTus BO3-
HWKanW, Kak npaBuio, B MOAPOCTKOBOM WM B3POCIOM
Bo3pacte [3]. Y onncaHHoro Hamu pebeHka 6binn BCe Tpwu
TUMUYHBIX CUMNTOMa (aHOMasIMK CepeYHbIX KanaHoB, KOH-
TPaKTypbl CyCTaBOB M MOMYTHEHWE POTrOBMLIbI), MPUYEM aHHY-
/I03KTA3Ms aopTa/bHOr0 KianaHa, KOHTPaKTypbl JIOKTEBbIX
CYCTaBOB W NMOMYTHEHWE POrOBULbI OGHAPYKEHbI Y 4EBOYKHU
B nepBov Aekage xu3Hu. OTMeyeHO M 6osiee paHHee Mo
CpaBHEHMIO C ONUcaHHbIM B nTepatype [3] nossneHne mue-
nonatun — B Bo3pacte 5 net.

OAMH 13 MHTEPECHbLIX cny4YaeB cuHapoma LLlene 6bin onu-
caH H.Y. Lin u coaBT. [5]. Mp14nHOM obpalleHna nauueHTa
K Bpayy CTanu »anobbl Ha nepuoanyveckne 60nM B rpyam,
BO3HMKWKEe B Bo3pacte 31 ropa. Mo pedynstatam IxoKI
BbIIBJIEHbl BbIPaXEHHbIW CTEHO3 aopTajbHOr0 KianaHa
C KanbunbduKaumen, yMEPEHHbIA CTEHO3 MUTPaNIbHOrO Kia-
naHa ¢ KanbundUKaLMen U KOHUEHTpUYecKan runeptpodus
NIEBOro ¥enyaoyka. Mo gaHHbIM 06BEKTUBHOIO OCMOTPa Bpa-
4YOM-FEHETUKOM BbISIBNEHbI creaytolime GeHoTUNNYecKne oco-
GEHHOCTU: YMEPEHHO OrpybeBLlee NNLO, TMNonnasus amanu,
yMepeHHast KorteobpasHas GopMa KUCTEN PYK U OrpaHUyeH-
Has aMnAnTyAa ABUXEHUIM B 3ansCTHbIX, MJEYEBbIX U IOKTE-
BbIX cycTaBax. [10 pesynbrataM uMccneaoBaHUs aKTUBHOCTM
dpepmeHTa a-L-naypoHnaasbl B fenKouuTax KpoBM BbisiBe-
Hbl CHWXeHue o 0,79 MKMonb/Mr 6enka/y (pedepeHcHble
3HayeHus 6-33,6 MKMOb/MI 6efika/4) U He3Ha4YUTENbHOE
nosbiwenne MAl B moye — go 16,17 mr/Mmosb KpeaTuHU-
Ha (pedepeHCcHble 3Ha4vyeHns 5,2 £ 2,5 mr/mmons). B reHe
IDUA BbiIBfieHbl ABa MNaToreHHblXx BapuvaHta — C.227A>G
(p.Tyr76Cys) n ¢.236C>T (p.Ala79Val) B KOMNayHA-reTeposu-
FOTHOM COCTOSIHWM, KOTOpble paHee Gbln OMUCaHbl Y nauu-
eHTOB ¢ deHoTMnom cuHgpoma Lene n cuHgpoma lypnep —
LLleie cooTBeTCTBEHHO [B]. Cnyyaw YHUMKaneH U UHTepeceH
no34HWUM BO3PacTOM AMarHoCTUKK 601e3HM 1 ee maHudecTa-
UMen ¢ npusHakamu cepaedyHo-cocyamMcToro 3aboneBaHus.
Y onMcaHHOro Hamu NauMeHTa KapanMonornyeckne nposisie-
HUS1 BOSHWKIM paHblle, B Bo3pacTe 8 NeT, C NosiBAEHUS Hapy-
WEHUN puTMa cepaua € nocnemylouwmm npucoeanHeHnem
KNMHUKM BPOXKAEHHOrO NopoKa pa3BuTus K Bospacty 10 net
(OTKPbITbIN @apTepUanbHbIA MPOTOK), AMNaTaLnn Kamep cepa-
Lia, NSMEHEeHW KnanaHoB.

MoneKynsipHO-reHeTM4ecKoe uccnefoBaHne MoATBEPAMIO
Hanun4yme y npobaHga markon opmbel MIC |, Ho ana andde-
peHuManbHOW AMarHOCTMKKM ¢ cuHgpomoM [ypnep — Llene
Obl1 HEOOXOAUM MOAPOOHBIN aHann3 BpeMeHU MNosABJIEHUA

N OMHAMUKKN KITMHUYECKUX cumnToMOoB. nddepeHumnanbHas
OWarHoCTMKa Mexnay cuHgpomom Llene u cuHapomom
[ypnep — lene npeacraBnsetr cO60M CNOXKHYIO KIMHUYE-
CKYIO 3ajja4y, Tak Kak o6a CMHAPOMa Bbl3BaHbl MaTOreHHbI-
MW/BEPOATHO-NATOreHHbIMKU BapuaHtaMu reda IDUA, npu-
BOAAWMNMKN K geduumnTy depmeHTa a-L-uaypoHugasbl. Oba
CUHAPOMA XapaKTepU3YITCH U 0OLMMU PEHOTUMUYECKUMMU
NPOSBIEHUSAMM, KOTOPbIE BapbMpPYIOT MO TAXKECTU U BPEMEHM
nosienenus [7, 8. B HekoTopbix cnydasx anddepeHumnanbHas
avarHoctvka cuHgpomos Lene w Typnep — Llere BO3MOX-
Ha Ha OCHOBaHWW [aHHbIX O MaTOreHHbIX BapuaHTax reHa
W, KaK cneactBue, ocTatoyHOM GpepMeHTaTUBHOW aKTUBHO-
CTH, 4YTO onpefensieT BblpaXKEHHOCTb U TEMIMbI NPOrPeccupo-
BaHug cumntomMoB [9]. OgHako He Bceraa npu MIIC | reHoTMn
n peHotun koppenupytot [10]. CuHapom Lere, nctopmyeckn
paccMaTpuMBaBLUMICA KaK «wierkas» dopma, XxapaKrepuayeTcs
No34HWM HavaNioM, OTCYTCTBMEM IpPYyObIX HEBPONOrMYECKMUX
HapylweHUn U HOPManbHOW MPOAOIKUTENIbHOCTBIO YU3HM,
B TO BpeMms Kak cuHgpom [ypnep — Lleie 3aHumaeT npo-
MEXYTOYHOE MOMIOKEHUE MEXKAY KIAaCCUYECKUM, TSKeNbiM
peHoTMnoMm — cuHapomom lypnep n cungpomowm Llene [11].

KntoyeBbIM AMArHOCTUHECKUM BbI3OBOM SIBNSIETCH UAEH-
TMdUMKauma nauneHToB ¢ deHotunom lypnep — Lene Ha paH-
HUX aTanax 3aboneBaHus, Koraa KMHUYecKas KapTUHa MOXKET
UMUTUPOBaTb 6onee JOOPOKAYECTBEHHOE TEYEHUE CUHAPOMA
LWene [12]. Ana auddepeHumaLnmm Heob6XxoanM KOMMIEKCHbIN
noaxod. Bo-nepsbiX, TWaTeNbHbIM aHaINM3 COMaTUYECKKX MPO-
ABJIEHWMIW, XOTH 06a CUHAPOMA XapaKTEPU3YIOTCH MY/bTUCH-
CTEMHbIMU NposBaeHuamun [13]. Y nauneHToB HabnogaeTtcs
nopaxeHue cepaeyHo-CoCyaUCTOM CUCTEMBbI, ONMOPHO-ABUra-
TEeNbHOro annapara (orpaHuM4yeHMe NOABUKHOCTM CYCTaBOB),
opraHa 3peHus (MOMyTHEHME POroBULbI, KaTapaKkTa), Xeny-
[04YHO-KMLIEYHOro TpaKkTa (renatocrnjeHomeranus, CUHAPOM
uMTOoNn3a), npu cuHgpome lypnep — Llene atn cumnToMmbl
MaHUdeCTUpYIOT paHble (B Bo3pacte 3—8 NeT) U nporpec-
cupytoT 6bicTpee [11]. Hanuune garke Nerknx KOrHUTUBHbIX
HapylleHUn, U3MEHEHUN MOBEAEHUSA WM HEWPOCEHCOPHOWM
TYrOyXOCTH, HEXapaKTEPHbIX A1 «4UCTOro» cuHapoma Llene,
N ABNSETCA XapaKTepHbIM MapKepoM ans auarHosa MIIC |
[ypnep — Wene [14, 15]. Y npo6aHaa Ha BOSMOXHbIN GeHo-
mn [ypnep — Llene yKa3biBano paHHee NosiBleHUe CUMNTO-
MoB 60/ne3HM — Nyno4vHas rpbixa B Bo3pacte 1 roga, Tyro-
NOABMMXHOCTb KPYMHbIX CYCTaBOB W MOMYTHEHWE POroBULbI
C Bo3pacTta 4 neT, a TaKKe paHHee MNosBlIEHNe MuenonaTum
B Bo3pacTe 5 net.

[Ona natoreHeTMyeckoro sevyeHnsa markux ¢opm MIIC |
ucnonbadytoT ®3T. Ho gaxe Npuv OTHOCWUTENIbHO XOpOoLleWn
nepeHocMmocTn Takoro siedeHus ®3T npu MIMC | nmeer
PS4 CyWeCTBEHHbIX OrpaHu4yeHunn. Bo-nepBbiX, exxeHenesnb-
Hble MHOroyacoBble MHOY3UW 3HAYUTENBHO YBEIUYMBaIOT
Harpy3Ky Ha nauueHToB U UX ceMbu. Bo-BTOpbIX, bepmMeHT
NnJoXo MPOHWKaeT Yepe3 rematoaHuedannyeckmum 6apbep
1 B 6€CCOCYAUCTbIE TKAHU, Y4TO AenaeT Tepanunio Manoaddek-
TUBHOW B OTHOLWIEHWWU BAUSHUSA HA UBMEHEHWS B LEHTpasb-
HOW HEepBHOM CUCTEME, OMOPHO-ABUraTe/lbHOM annapare
M opraHe 3peHus [16, 17]. Kak peaynbraT: KOrHUTUBHbIE
HapyweHus, agedbopmaums ckeneta n odptanbMosiOrM4yecKme
nposiBNeHns 6yayT COXPaHATbCA U MOIyT NPOrpeccMpoBaTb
naxe Ha poHe natoreHeTmyeckow Tepanuu [18, 19]. Mpwm
cuHapome LLlene CHUKEHUA KOTHUTUBHbBIX QYHKLMA HE OTMe-
yaeTcs, NO3TOMY Y NauMeHToB ¢ Takon ¢opmon 3abonesa-
HUA P3T aBnaeTca Tepanuer NepBon IMHUK, YTO 3aKpense-
HO B KIIMHMYECKUX pekoMeHaauusax no nevyexdmto MIC | [20].



Y npo6aHaa, ONMCaHHOro HaMW, CHUMEHUA KOTHUTUBHbIX
dYHKLMI TaKKe He oTMeveHo. BmecTte ¢ Tem, Ha dpoHe P3T
OTMeYeHa HOpManu3auusa pa3MepoB NeYeHU U Cenel3eHKu,
U3MEHEHWUIH CO CTOPOHbI CEepAeYHO-COCYAUCTON CUCTEMBI,
Te4YeHne KapnanbHOro TYHHENbHOro CUHAPOMA, apTponaTnu
oCTaBannCb CTabUIbHbIMM.

Y 6onbwnHcTBa naumeHtoB ¢ MIC (go 90%) B oTtBeTr
Ha ®3T BbipabatbiBatoTca IgG K napoHugase [21], KoTo-
pble MOTEHUMANbHO MOTYT CHWXaTb aKTUBHOCTb depMeHTa
M Takum o6pa3oM — 3ODEKTUBHOCTb MaATOrEHETUYECKOM
Tepanuu [21, 22]. BaMaHMe 3TUX aHTUTEN Ha KIMHUYECKUe
nexoabl M apdektuBHocTb P3T npu MIMC ocTaeTcs AUCKYC-
CUOHHbIM [21]. OgHaKO 3TW aHTUTEeNa OAHO3HAYHO CHUXKALOT
OUOXMMHUYECKMI OTBET Ha P3T — OTCYTCTBYET CHUMKEHWE
WKW HE3HaYUTENbHO CHWKaeTca copepxaHuve Al B Moye
[21, 22]. Mo ApyrvM faHHbLIM, BbICOKUIA TUTP @HTUTEN K Napo-
HWAase He BCerga KoppenupyeT ¢ NporpeccupoBaHueM CUM-
nToMoB 3aboneBaHus [21]. [pumeyaTenbHo, YTO TUTP aHTH-
Ten UMeeT TEHAEHUMIO K CHUMKEHUIO CO BPEMEHEM, JaKe Npu
npoaomKeHun Tepanum [23]. Y npobaHaa, ONMCaHHOIo Hamu,
He OTMeYanocb TAXKeNbIX MHDY3UOHHBIX WM/WUNu annepruye-
CKMUX peaKuuK, yXyaleHUs Te4yeHuss OCHOBHOro 3abonesa-
HUSA. YPOBEHb aHTUTEN, OAHAKO, He onpeaensanu.

3AK/TIOMEHUE

Y npo6aHfa B Miajlwem LETCKOM Bo3pacTe Oblin paH-
HWE NPOSIBNEHUS CO CTOPOHbI Pa3HbIX CUCTEM OPraHoB,
HO He Oblal MpPoOBeAeH aHann3 COBOKYMHOCTM CMMMTOMOB,
yKasbiBatouwmx Ha MIC |. B cBs3K ¢ aTMM ycTaHOBKa npa-
BWNbHOIMO CUMHAPOMANbHOrO0 AMarHo3a Oblia 3aTpydHeHa.
[ONONHUTENbHbIE CMIOXHOCTU BO3HUKIM MPU OLIMGOYHOM
BbISIB/IEHWM CHUMKEHUS aKTUBHOCTWU apwncynbdaTasbl B, no
BCEW BMAMMOCTU, OBYCNOBIEHHOM OCOGEHHOCTAMMU TpaHC-
NOPTMPOBKM B labopatopuio 61onorn4yeckoro obpasua, 4to
B COBOKYMHOCTHM C BbISIBIEHMEM IKCKPELIMM AepMaTaHCyb-
daTa ¢ Mmoyon ykasbiBano Ha MIC VI. Mpn nerkux ¢popmax
MMC akckpeunsi TAI ¢ MO4YoM MOXKeT ObiTb MOBbILIEHA
He3HayuTenbHO. Mo onbITy paboThl ONpaBAaHHbIM ABASETCS
onpeaeneHne akTMBHOCTM depmeHTa ABaxAbl, 0COBEHHO
NpU PacxoxaeHnn AaHHbIX GUOXMMUYECKOM M MONEKYNsp-
HO-TEHETUYECKON AMAarHOCTUKU. MOBTOPHBLIN pacLUMpPEeHHbIN
3H3MMOANArHOCTUYECKUI NMOUCK Apyrmux Tunos MIC B aaH-
HOM C/ny4ae MOMOr YCTaHOBMUTb MpPaBW/bHbIA AnarHo3. Ha
doHe P3T napoHMaa30m AOCTUTHYTbI CTabuamM3auns n gaxe
perpecc psia CUCTEMHbIX MPOSBNIEHUI 60/1€3HU: OTMEYEHDI
YMEHbLIEHWE renaToMeranmMm M BOCCTAHOBMIEHWE MOABMMK-
HOCTM B KPYMHbIX CcycTaBax. He npou3owno U KIMHUYECKM
3HAYMMOro NPOrpeccUpoBaHUs HEBPOMOrMYECKUX CUMMTO-
MOB 60ne3Hu. BmecTte ¢ TeM, Ha ¢doHe PI3T npoagonxkanu
MEA/IEHHO NporpeccMpoBaTb WMAW OCTaBanuCb CTabUIbHO
TAXENbIMU NOPaXKEHUA cepaevHO-COCYAMCTON cUCTeMbl (Kna-
naHHas Aucnaasus) UM OMnopHO-ABUraTeNbHOro annapaTta
(ckonnos, Kndo3, gedopmaumm NO3BOHKOB). [Ana MNOBbI-
LEHUA Ka4yecTBa MW3HU W NpeaoTBPaLLEHUS OCMOXHEHWUH
notpeboBanacb MHOroaTanHas XuMpypruyeckas TaKTuKa,
BKNtoyaBwasa JIOP-onepauuu, KapaMOXMpPYpPruyeckyto Kop-
PEeKLIMIO MOpOKa cepaua M HEBPOU3 3aMSCTHbIX KaHaNoB.
K MOMEeHTy 3aBeplueHUs KaTaMHECTMYEeCKOoro Habnwoae-
HUS COCTOSIHME MALMEHTKU OLEHMBaNM KakK OTHOCUTENbHO
cTabunbHoe. MHTenneKtyanbHoe pa3BUTUE COXPaHHO, 4TO
B COBOKYMHOCTU € NnpuMeHeHneM P3T 1 KOMMNEKCHbIM MEX-
AVCLMMAMHAPHbBIM NOAX040M NO3BOJIUA0 U36EXKaTb TAKENOM
WHBanMan3sauuu, xapakrepHon ana MIC, tun I

WHO®OPMUPOBAHHOE COIIACUE

OT poautenen nauueHTa Obl1I0 MOMYH4EHO MOANMUCAHHOE
MHPOPMMUPOBAHHOE [JOOPOBOSILHOE COrflacne Ha nybavMKauumio
KIMHUYECKMX JlaHHbIX TPO6aHAa B MEAMLIMHCKOM XKypHare, BKtO-
Yas ero aNeKTPOHHYO BEPCHIO (AaTa noanucaHus: 29.10.2025).
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NMauMeHTbl ¢ BPOXAEHHOU KOCO0J/1anocCTblo
Ha npueMe y HeoHaToJiora U neguartpa:
4acTo 3ajaBaeMblie BOMNPOChHI

KoHTaKTHas nHdpopmauums:
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BpoxxaeHHasi KoconanocTb SIBASIETCS OAHON M3 Haubosiee 4YacTbiX NaTosiorni ONopHO-ABUraTe/IbHOro annapara y AeTen.
CBoeBpeEMEHHas! AMarHoOCTMKa M paHHee Hayaso /Ie4yeHus: rnpu rnoMmolm metoga [MoHceTn no3BOST AOCTUYL XOPOLLMX
M OT/IMYHbIX pe3ynbTaToB B 98% c/ydyaeB. B ambynaTopHOM NMpaKTMKe Bpavye-HeoHaTo10roB 1 neamaTpoB YacTo BCTPEYAKT-
cs1.jeTu ¢ aTuM 3abosieBaHMeM. Poautenu Takux AeTen 4acTo 3a4atoT BOMPOChHI 110 NOBOAY I€YEHUS BPOXAEHHOM KOCO1anoc-
TM HENPO®UILHOMY crieuymanuncty. B ctatbe npeactaBaeHbl NogPo6HOe OnMcaHne KIMHUYeCKOro 0CMoTpa pebeHKa C BPOXK-
JI€HHOM KOCO0/1amnocCTblo, HIOAHChI rpoLecca AevyeHus npu nomolyn metoga loHceTu, npobaem, ¢ KOTOPbIMU CTalIKMBaKTCs
naymeHTbl U UX POANTENIN B NPOLIECCE JIeYEHNS, a TaKKe OTBETbI Ha BOMPOChHI, YaCTo 3ajjaBaeMblie Ha aMby/1aTopHOM rpueme.
KnioyeBble cnoBa: BpOXKAEHHas KOCo1anocTb, MeToq [ToHCEeTH, HOBOPOXKAEHHbIE

Ansa untuposanus: Kpyrnos W.10., PymaHues H.HO., Omapos I.I., TakazoBa A.M., MNenux K.U., KaraHuos U.M. MauneHTsbI
C BPOX/IEHHOM KOCONanocTbi0 Ha MPUEME y HeOHaToIora U neanaTpa: 4YacTo 3ajaBaeMble BONPOChl. Bornpockl coBpeMeHHOoM
negnatpumn. 2026;25(1):37-42. doi: https://doi.org/10.15690/vsp.v25i1.3000

BBEAEHUE

B npeTcKkon megvumHe npob6iembl BPOXAEHHbIX KOCT-
HO-MbILLIEYHbIX NaTOIOrMM OCTalOTCHd OAHMMW M3 CaMblX
WHTEPECHbIX M MonynsipHbIX. Bpayu-HeoHaTonorn u negu-
aTpbl Kak amOynaToOpHOro, Tak W CTalMOHapHOro 3Be-
Ha HepeaKko CTalkMBalTCH C TakKMMW 3aboneBaHUSIMMU.
OfaHUM 13 NoaobHbIX 3a6oneBaHUi IBNSETCA BPOXKAEHHAsS
3KBUHO-KaBO-BapycHas aedopmMauns CTomn, TaKkKe M3BEeCT-
Hasl Kak BPOXAeHHas KoconanocTtb. [JaHHasa gedopmaums
XapaKTepu3yeTcsa BHYTPEHHWM MOBOPOTOM BCEW CTOMbI.

Takas naTtonorusi coBMelaeT B cebe KaByc, NpuMBeaeHUe,
Bapyc u aKBWHyC [1] (puc. 1). BcTpeyaeMocCTb yKa3aHHOM
naTonorMn, No AaHHbIM MWPOBbLIX UCTOYHWUKOB NuTepaTy-
pbl, 1-2 cny4aa Ha 1000 >XMBOPOXKAEHHbIX; Y AMNOHCKO-
r0 HaceneHuss B 2 pasda pexe; Y YEPHOKOXKMUX XKuTenen
HOxkHOM AdpuKK B 3 pasa Yalle, B TO BPEMS KaK y XKUTeNen
MonuHesnn B 6 pa3s valle [1, 2]. BporkaeHHas Koconanoctb
B 30-50% cnyyaeB 6biBaeT ABYCTOPOHHEW. COOTHOLWEHWEe
MaNbyMKOB K AeBoykaMm 2 : 1 [1, 3, 4]. HeT 4eTKux aaH-
HblX O pa3HULE CTEMNEHM TIKECTU B 3aBMCMMOCTU OT nona
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Patients with Congenital Clubfoot at Neonatologist
and Pediatrician Appointment: Frequently Asked Questions

Congenital clubfoot is one of the most common musculoskeletal disorders in children. Timely diagnosis and early management via
Ponseti method allow to achieve good and excellent results in 98% of all cases. Neonatologists and pediatricians frequently encounter
children with this condition in their outpatient practices. Parents of these children often ask questions about congenital clubfoot
management to nonspecialized doctor. This article provides detailed description of clinical examination of a child with congenital
clubfoot, features of Ponseti method treatment process, challenges patients and their parents face during treatment, and answers to
frequently asked questions during outpatient visits.
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Puc. 1. MNaumeHT ¢ BpOXKAEeHHOM ABYCTOPOHHEN KOCONAMNOCTbIO
[0 neveHus
Fig. 1. Patient with congenital bilateral clubfoot before treatment

McToyHuK: Kpyrnos W.10., 2025.
Source: Kruglov I.Yu., 2025.

N CTOPOHbI NOPaXKeHMs, HO, MO MHEHWIO HEKOTOPbIX aBTOPOB,
y NauneHToB C ABYCTOPOHHEN aedopMalmen Yalle ObiBatoT
6onee TaXxKenble cnyvau [5].

K/IACCUOUKALIUA
BpoxaeHHylo KoconanocTb pasgenstoT Ha 4 Knacca B 3aBu-
CMMOCTH OT NPUYUHBI U peaKLMK Ha OKa3aHHOE NeYeHune:
® nocTypanbHas — go6poKayecTBeHHas, 6naronpusTHas;
UCNpaBASeTCs NpU NOMOLLM Maccaxem, pacTaxeK U UHO-
raa runcoBbIX KOPPEKLMK;
® uyauMonaTMyeckas — KilacCuyecKas, UCTUHHasA BPOXKAEH-
Hasi KOCONanocTb, KOTOpas GblBaET Pa3NIMYHON CTENEHHM
TAXKECTH;
® HeWporeHHas — KOCONanoCTb BCTpeyaeTcs B cocTaBe
spina bifida;
® CUHAPOManbHas — AaHHbIV BapuaHT CBA3aH C APpYyrumu
aHoManuaMK; Takaa KoconanocTb Yalle BCero fABnseTcs
CaMOMK TAXeNOoMn.
MocKoNbKy ManonaTuyeckas BPOXKAEHHAs KOCONanocTb
ABNSEeTCH caMmon Yyacton GoOpMOn, B AaHHOM paboTe OCHOB-
HOe BHUMaHWe ByaeT yaeneHo UMEHHO en.

NMPU4YUHBI

MPUYUHBI BPOXKAEHHOW MAMOMATUYECKOM KOCONamnocTu
Ha CerofHsAWHWN feHb HEM3BECTHbI. CYMTaeTCs, Y4TO Npupoaa
3ab6oneBaHna MHOrodakTopHa, a TaKKe UMEeeT reHeTuye-
CKWI KOMMOHEHT, KOTOPbIA B HACTosLEe BPEMS HE U3Y4YeH.
B HeCKonbKMX HeaaBHUX paboTax OTMeYeHbl AaHHble O reHe-
TUYECKMUX daKTopax pUCKa, MPUBOAALLMX K Pa3BUTUIO BPOXK-
[IEHHOW KOCOManocTh y BHYTPUYTPOOHOro pebeHKa [6, 7).
V. Pavone v coaBT. [7], a TakKe B. Sadler u coaBT. [8] B cBOMX
paboTax yKasblBalOT Ha reHbl, y4acTBYlOLME B Pa3BUTUM
KoHe4yHocTen (HOX, PITX1, TBX4), anonto3e (CASP8, CASP10,
CFLAR), a TaKe COKpalleHWW CKeneTHbIX Mblwl (TPM1
n TPM?2), KOTOpble MOIYT UrpaTb POjb B PasBUTUM BPOXK-
[IeHHon Koconanocti. ®unamuH B, 6enoK, KoTopbii o6pa-
3yeT MonepeyHble CBA3N Mexay dunameHTaMn akKTUMHOBOro
LMTOCKeNeTa, accounmMpoBaH Kak C ManonaTMyecKom Koco-
nanocTbio, Tak M ¢ cMHAPOMOM JlapceHa, 4To npegnonaraet
BO3MOXHO€E COBMNajeHne reHeTUHECKUX NPUYNH nanonaTunye-
CKOM W CUHApPOMaNbHOM KoconanocTtu. Mpu cuHapoManbHOM
KOCONANoOCTW GblIM BbISIBAIEHbI HECKONIbKO FEHOB, BIMSIOLLMX
Ha nepegady curHanos TpaHchopmupytoLero daxkTopa pocta

6eta (TGF-B) v pa3BuTME BHEKNIETOYHOTO MaTPUKCa, NEPOKCH-
COMa/IbHOr0 MaTpUKCca M NPOTEOITIMKAHOB B COEANHUTENBHOM
TKaHu [8]. OaHaKO MexaHM3Mbl TOr0, KaK 3TM BapWaHTbl reHOB
YBENNYMBAIOT PUCK PA3BUTUS KOCONAMOCTH, eLLe HE U3YYEHbI.

Cpean daKTOpoB pPUCKa OKpyKalollen cpefbl, KoTopble
MoBbIWAT PUCK Pas3BUTUS KOCONAMOCTW, KYPEHUE, OXKMpe-
HWe MaTepu, aMHUOLEHTE3 U BO3AENCTBME HEKOTOPbIX CENEK-
TUBHbIX MHTMOGUTOPOB 0O6PATHOro 3axBaTa CEPOTOHWHa [6].
J.T. Hecht n coaBT. npoBenu reHotTunMpoBaHue o6pas3LoB
naLuneHTOB C MAMONATUYECKOM KOCONANOoCTbio N OBGHapPYX1u
3Ha4YUTENbHO 60Nee MEASIEHHYIO aKTUBHOCTb aLeTUAnpoBa-
HUA depmeHTa NAT2, KoTOopbiM MoAynMpyeT 6uoTpaHcdop-
MaLMIO 9K30reHHbIX BELEeCTB, TaKMX KaK TabayvHbin AbiM. 3TO
npeanonaraet, 4To NOAUMOPPU3MbI FEHOB, CUHTE3UPYIOLLMX
depMeHThl, yyacTBylollMe B MeTabonuame Tabaka, MOryT
UrpaTtb posib B pasBUTUK KoconanocTu [9].

AWATHOCTHKA

[narHo3 BpoXKAeHHON KOCONanocTu ycTaHaB/MBaETCA Ha
OCHOBaHMM KIMHWYECKOro OCMOTPa MO xapaKTepHow aedop-
MauMK CToMbl: MOAOLWBEHHOMY CrMBaHUI0 NepeaHero oTaena,
9KBMHYCY (NATKA, NOATAHYTAsA KPaHWanbHO M3-3a YKOPOYEHMS
axunnoBa CyXOXWans) U MHBEPCUM MOATaApPaHHOro cyctaBa
(BCS cTONA NOBEPHYTa KHYTPK) (pUC. 2). Mo HapyHOKM NoBepx-
HOCTW TaKOW CTOMbI NanbNUPyeTCs roI0BKa TapaHHOW KOCTW.
Ha 3agHen Yyactu cTonbl oTMeYatoTes yboKas HaanaTo4YHas
CKnagKka (B cnyvae Tshxenon gedopmalnn) UAKM HECKOSbKO
MENKUX (B MEHEe pUrMAHbIX cnydasx) (CM. puc. 2).

B HacTosillee Bpems O4eHb YacTO KOCOAamnocTb Aauar-
HOCTMPYETCSH BHYTPUYTPOGHO MPW NOMOLLM CTaHAAPTHOIO
yNbTPa3BYKOBOIO UCCIEA0BaHMUSA B AEKPETUPOBAHHbLIE CPOKHU
(puc. 3). MocnegHun cuctemaTUyecknin 0630p NoKasbiBaeT,
YTO BPOXKAEHHAs KOCONANOCTb MOXET OblTb TOYHO AMArHO-
ctnpoBaHa B 80,9% cnyyaeB [10]. TeM He MeHee, HECMOTPS
Ha XOPOLWO Pa3BUTYID NpeHaTalbHYlO AWMArHOCTUKY, NyY-
MM CNoco60M B AMArHOCTUKE BPOXKAEHHOM KOCONanocTu
anseTcsd GU3MKabHbIM OCMOTP, 0COBEHHO 4YTOObLI Andde-
peHuupoBaTtb BapuaHT gedbopmaumu (NoctypasnbHas, Mano-
naTuMyeckasi, HenmporeHHasi, cuHgpomasnbHas). HekoTopble
nccneaoBaHMs NoKasblBanu CBA3b MEXAy MANONaTUYEeCKon
KOCO/1anocCTblo M Aucnia3sven TalobedpeHHOro cycrtaBa.
Taknm getam 6bl10 PEKOMEHAOBAHO MNaHOBOE YNbTpas3By-
KoBOE€ UccnegoBaHue TazobeapeHHoro cyctasa [11], apyrue
paboTbl OTMEYatoT, YTO KOCOIanoCcTb He ABNseTcs GakTopom
pUCKa pasBUTUS AMCNNa3uK, NO3TOMY CTaHAAPTHOrO CKpU-
HWHra Ta3006e4pEHHOro cyctaBa y MnageHueB 6yaeT AocTa-
TOYHO [12, 13]. A. Gorrie n coaBT. OTMeYaloT, 4YTO Yy AeTen

Puc. 2. BpoxkgeHHas KoconanocTb: A — MauWeHT ¢ BPOXAEHHON
[IBYCTOPOHHEN KOCONamnoCTbio (CTPENKON OTMEeYeHa rosoBKa
TapaHHOM KOCTK); b — nauneHT ¢ BPOXAEHHOM NPaBOCTOPOHHEWH
KOCO0N1anocTblo (CTPENKoW oTMeYeHa ryboKkas HaanaTo4Has
CcKnagKa)

Fig. 2. Congenital clubfoot: A — patient with congenital

bilateral clubfoot (arrow indicates the talus head); B — patient
with congenital right-sided clubfoot (arrow indicates a deep
retrocalcaneal fold)

McTouHuk: Kpyrnos W.10., 2025.
Source: Kruglov I.Yu., 2025.



Puc. 3. YnbTpacoHorpaMmma BHYTPUYTPOGHOro pebeHkKa
C BPOXXAEHHOW ABYCTOPOHHEW KOCONamnocTbio
Fig. 3. Ultrasonogram of a fetus with congenital bilateral clubfoot

McTtouHuk: Kpyrnos W.10., 2025.
Source: Kruglov I.Yu., 2025.

C BPOXAEHHOW MauMonaTUYeCcKOM KOCOManoCTbio BO3pac-
TaeT PUCK pas3BWTUA Auchnnasuvu Ta3006edpeHHoro cyctasa
B 5-10 pa3 [14]. B cBA3K C 4YeM Bpayu JOHKHbI PEKOMEH/I0-
BaTb YNbTPa3BYKOBOE WM peHTreHorpaduyeckoe nuccnepo-
BaHWe Ta306e4peHHOro cyctaBa MnageHuam, poausLlunMmcs
C nanonaTnyecKomn KoconanocTblo. Cnegyer HaNOMHUTb, YTO
B Hallen cTpaHe, cornacHo npukasy MwuH3gpasa Poccuu
oT 14 anpens 2025 r. N 211H «O6 yTBEPXKAEHUN NopsigKa
NPOXOXAEHNS HECOBEPLUEHHONETHUMMU NPODUNAKTUYECKMX
MEAMLMHCKMX OCMOTPOB...», Y3U Ta306eapeHHbIX CyCTaBoB
NPOBOAMUTCA BCEM MAajeHLaM B Bo3pacTe 1 mec.

JIEMEHUE

B HacTofillee BpeMs «30/10TbiIM CTaHAAPTOM» JleHeHUs
BPOXAEHHOW KOconanoctn sensetcs metog MNoHceTn, KoTo-
pbIvi pa3paboTtan aBTop B 1948 1. [1]. JaHHbIM METOA NeYeHUs
Haunbonee WUPOKO NPUMEHSETCS B MUPE, YTO NOATBEPKAAET
psa nyénukauuin [15-18]. MpaBunbHOE NPpUMEHEHUE METO-
OMKM TIOHCETH, a TaKkKe LOMKHbIN yXo4 poauTenen 3a pebeH-
KOM B Mpouecce neyeHus MNO3BOASIOT MAafeHLy XOpOoLlo
NepeHOCHTb fleHeHne, a TaKKe JOOBUTLCA NOMHOM KOpPeKL MK
BPOX/AEHHON Koconanoctn y 98% nauueHtoB [19]. MeTtoa
lMoHceT BKOYaEeT B cebs HaNOXEHWEe TUMNCOBbLIX MOBSA30K
Ha HWXHIOI KOHEYHOCTb OT KOHYMKOB NanbLEB [0 BEPXHEN
TpeTn 6eapa B NOMOKEHUU KOPPEKLMK cTonbl (puc. 4), [oCTur-
HYTOM NpeaBapuUTeNbHbIMU MaHUMyNALMAMM, BbINOTHIEMbIMU
3a HECKOJIbKO MUHYT A0 HalOoXeHUs noBsA3KW. LIMpKynspHble
rMNCOBblE MOBA3KM MEHSIOTCS exxeHeaenoHo. B cpeaHem Heob-
XOAMMO OT 4 0 7 NOBA3OK ANS AOCTUMKEHMSA KoppeKuuu. MNocne
4yero NPUMEHSETCA MOAKOXHOE MOnepevyHoe nepeceyeHue
axunnoBa CyXOXWWUA ANS YCTPaHEHWS 3KBMHYCHOrO KOMIMO-
HeHTa fedopmaumn. 3aBepLlieHreM nNpoLeaypbl axmnioToMmu
ABNSETCA HANOXKEHNE LIMPKYISAPHOM TMNCOBOMN MOBA3KMU CPOKOM
Ha 3 Hepd B MOMOXEHUWU LOCTUIHYTOM KOPPEeKuuu (oTBeaeHue
W TbinbHas Gnekcus). 3aTem, Nocne CHATUS TMNCOBOV MOBA3KM,
cTona GUKCUpYeTC B opTe3e (B Hallel CTpaHe ero HasblBaloT
«GpeNcChbl»), KOTOPbIN yaAepKMBaeT obe CTornbl B OTBEAEHHOM
W TbI/IbHO-COTHYTOM MONOXEHUM B TedeHue 23 4 B CYTKMU B Nep-
Bble 3 Mec U 12-14 4 B cyTkM Ao 4—5 net [1]. Bpencol npea-
CTaBNSAOT COGOM Napy caHZanui, pacrnoNoXeHHbIX Ha ypoBHEe
LUMPUHBI NneYy pebeHKa, KoTopble MPUKPENnaeHbl K nnaxHke [1].
Poautenu gomxHbl 3HaTb, YTO fleveHune no metoay MNoHcetTn —
3TO JOTOCPOYHbBIM MPOLLECC, PACCYUTaHHbIN KaK MUHUMYM Ha

4 roga. OnNUcaHHbIM BbIle PEXUM MCMONb30BaHWS Gpencos
TpebyeT CTPOroro co6M0AEHUS A9 YCNELHOro UCXoaa NeYeHuns
U MUHUMM3aL MK BOBHUKHOBEHUS peumansos [1].

UCXO0Abl NIEYEHUA

MeTtoanKka [loHceTM gaeT OTIMYHbIE WU XOpolune A0n-
rocpoyHble pesynbtatbl B 90% cnydaeB [17, 20]. [detw,
Nposie4eHHble 3TUM METOMIOM, MMEIOT XOPOLIYD aMmnanuTyay
[IBUKEHWUI B CycTaBaXx CTOMbl, MbILIEYHYIO CWUY, a TaKkKe
MEHbILLYIO 4acTOTy BO3HMKHOBEHWUS apTpuTa roseHOCTONHO-
ro W noAatapaHHOro CyctaBoB BO B3pOC/OM Bo3pacTe [21].
OOHaKo 4yacToTa peumanBOB BPOXKAEHHOW KOCOMarnocTy,
NposeYeHHOM Npu NnomMoLmM MeToanku lNMoHceTn, B nccneno-
BaHMax coctaBnsina ot 3,7 A0 67,3% M MOXeT BO3HMUKaTb
0o 10 net [22]. MMpob6aembl, 0 KOTOPbIX COOOLWAOT poauTe-
M MPU UCNONb30BaHUU GPENCOoB [N OTBEAEHWUS CTOMbl,
BKJ/IIOYAIOT MOBPEKAEHUS KOXMK (MO30aM U 93Bbl) (pUc. 5),

Puc. 4. MNaumneHT ¢ BPOXKAEHHOW ABYCTOPOHHEN KOCONaMNoCTbIO.
HanoxeHa BbiCOKasi rMncoBas NoBsi3Ka Ha 06€e HUXKHUE
KOHEeYHOCTH no MeToay MoHceTH

Fig. 4. Patient with congenital bilateral clubfoot. High plaster cast
was placed on both lower limbs via Ponseti method

-

McTouHuK: Kpyrnos W.10., 2025.
Source: Kruglov I.Yu., 2025.

Puc. 5. [oBpexaeHnst KOXu Npu ncnonb3oBaHum 6pencoB ans
0TBefEeHMS CTOMbl: A — A3Ba B 061aCTV MHCEPLMM axuiioBa CyXOXUINS;
B — M0301b, BO3HUMKLIAs B NpoLecce UCrnonb3oBaHus 6percos

Fig. 5. Skin lesions after using foot abduction braces: A — ulcer in the
area of Achilles tendon insertion; B — callus formed during braces usage

McTouHuK: Kpyrnos M.1O., 2025.
Source: Kruglov I.Yu., 2025.
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a TaKKe HexxenaHue pebeHKa HOCUTb OpTe3, KOTOopOoe Bblpa-
aeTca B AIMTENbHOM nfadve, n npobriembl co cHoM [23].
Mcnonb3oBaHue yqobHoM 06yBM M HOCKOB M YCTaHOBJIEHWE
pexMmMa CHa MOryT MOMOYb PewWwnTb 3TU NPoBnembl U ynyd-
LWKTb cOBNOAEHME NPOTOKONA HOLWEHUS opTe3a [23].

BOMPOCHI, YACTO 3AJABAEMbLIE

BPAYY-HEOHATOJIOI'Y U NEAUATPY

Yem nonesHa npeHatasbHafA AUarHocTuka

ANA NeYeHUs BPOXKAEHHOM KOcoNanocTu?

3a nocnegHue ABa OeCATUIETUS KayeCTBO NnpeHaTanbHom
yNbTPa3BYKOBOW AUArHOCTUKM 3HAYUTENbHO NOBbLICUIOCH, YTO
NMO3BOAM/0 TOYHO yCTaHaBIMBaTL AMarHo3. Yale Bcero guar-
HO3 KOocosanocTu ctaButcs Ha 12—23- Heg 6epeMEHHOCTH.
[o 14% cny4aeB BbISBASOTCA NO3XKe, Ha 24—32-i Hed 6epe-
MeHHoCTK [24, 25]. ToYHOCTb NpeHaTanbHOW AWarHOCTUKMK
Konebnetcs or 52 go 83% [25, 26]. PaHHee BbisiBNEHUE
[aHHOro AnarHosa gaet 6yayLium poanTensiM BpeMs Ha 03Ha-
KOMJIEHWE C NMPOBNEMON, a TaKKe Ha MOAroTOBKY K Ne4YEHUI0
[10, 13, 27]. MOMEHT NOCTaHOBKM AMarHo3a MOXKET NMPUHECTH
6onbllon cTpecc ans cembW. [peHaTanbHas OuarHoCcTUKa
cnocobHa AaTb CeMbe AOMOSHUTENBHOE BPEMS ANS MOHU-
MaHua auarHosa, GOpPMUMPOBaHUS BOMPOCOB W CHUXKEHMUS
TpeBOXKHOCTU [28, 29]. C. Radler n coaBT. B CBOEM MCCNEO-
BaHMMU-OMNPOCHUKE 0BHaPYXUNn, 4T0 74% OMNPOLUEHHbIX MaTe-
pen npeanoYMTany NpeHaTanbHy ANarHoCTUKY BPOXAEHHOM
Koconanoctu. B 58% cny4yaeB, AMarHOCTUPOBaHHbLIX MOCTHa-
TanbHO, NpeanoYsan 6ol NpeHaTanbHyO AMarHocTuky [30].

HacKonbKO 4acTo BO3HUKAOT peuuauBbl

BPOXXAEHHOW KOCONANOCTU NocJie JiIeYeHUs

no metogy NoHcetn?

B HacTosilee BpeMsi ony6/IMKOBaHO MHOIO paboT, MoCBs-
LEeHHbIX peuranBamM BPOXKAEHHOW KOCONanocTh nocne neye-
HMa no metoay [lloHcetn [5, 31-33]. CuctemaTUyeckum
0630p 84 uccnegoBaHWM peLManBOB BbISIBUT MX YaCTOTy
B Avanas3oHe oT 1,9 o 45% [31]. Apyron cucteMaTuyeckmm
0630p — 46 nccnegoBaHnMn — coobLWMN O YacToTe peunan-
BOB A0 67,3% [22]. ABTOpbl 060MX UCCNEeAOBaHUIA NPULLIN
K BbIBOJY, YTO peLuauBbl U Nocneaylollee XxMpypruieckoe
BMellaTenbCTBO Yy4yallaloTcs C yBeMYEHWEM MPOJOKM-
TENbHOCTU HabNoaeHUs. JledeHne peunanBoB KOCONanocTm
[IO/MKHO 6blTb MHAMBUAYANbHLIM B Ka)X[IOM cfiy4yae (B 3aBU-
CMMOCTM OT BapuaHTa, KOMMOHEHTa, PUTMAHOCTU CTOMbI,
a TaKXXe Bo3pacTa nawuueHTa) U NpoBOAUTLCH C UCMOJSIb30Ba-
HMEM KaK KOHCepPBaTMBHbIX METOA0B, TaK U XUPYPTUYECKHUX.

KaKoBbl NpU4YnMHbI BOSHUKHOBEHUS PELIMAUBOB?

bbin BbiiBNEH pag GaKTOPOB pUCKa, MPUBOASLLMX K peLm-
[AMBY MOC/Ae NepBOHaYanbHOrO YCNEeWwHOro ie4eHUss Koco-
nanoctn. M.B. Dobbs 1 coaBT. o6Hapy»unu, 4To Hecobto-
[eHne npaBui UCMONb30BaHUS GPENCOB U Hanu4vue y nuu,
OCYLLECTBNSAIOWMX yXo4, 06pa3oBaHWs He Bbllle cpeaHen
WKO/Mbl ABASIOTCS OCHOBHbIMKW (aKTopaMu pUCKa peLunau-
Ba [32]. B gpyrom uccnegosaHuun S. Chand n coaBT. 06Ha-
PYXWNK, 4TO HecobMlofeHMe perKnma HoleHus GpencoB
SBNSETCA OCHOBHbIM (GaKTOpPOM, CMNOCOOCTBYIOWUM peLnan-
BY, Y 86% nauMneHTOB ¢ KoconanocTbto. [locne ycnewHomn Kop-
pPeKLUN peumanB1MpoBaBLLEN KOCONANOCTM MeToaoM lNoHceTH
y 16,5% nauneHToB NpounsoLen NoBTOPHbIM peunams [34].

KaKoBbl 40/IrocpoYHble NepPCneKTUBbI

W NocneAcTBUA AN KaYyecTBa HU3HU

nocne Jie4eHUs BPOXKAEeHHOM KoconanocTtu?

Bpayn-HeoHaToNOrM 1 NeguaTpbl MOryT CMeNo 3aBepUTb
poauTenen u ONeKyHOB, YTO BPOXKAEHHAs KOCONAamnocCTb He
B/IMSIET HA paHHee pasBUTUE KPYMHOW MOTOpPUKKM [35, 36].

OOHaKo HEKOTOPbLIMKU MccneaoBaTensimMmu Oblin 06HapPYKEHbI
MUHUMaNbHble 3aAEPKKM 3TaNOB Pa3BUTUA KPYMHOM MOTO-
pUKK B Bo3pacTe oT 1,5 40 2 Mec y AgeTen, nony4yaBLUmMX neye-
HWe no metoay lMoHceTn [37]. pyrue ke aBTopbl NOKasanu,
4yTO y AeTen B Bo3pacTe 5 neT, paHee NevymBLLMXCSA OT Kocona-
noctu no metoay NoHceTH, NoKasaTenn KPYynHOM MOTOPUKK
6blIM CONOCTaBMMbl C HOPMATUBHbLIMW MOKa3aTensaMu Ans
[neTen Toro e Bospacta [35]. B apyrom nccnegoBaHum Tom
e rpynnbl MoKas3aTenu KPynHOW MOTOPUKM OCTaBaauCb
COMOCTaBMMbIMKU C MOKa3aTeNsaMU CBEPCTHUKOB TOro e
BO3pacTa y Aeten B Bo3pacte 10 neT, paHee NevYmBLLUXCH
oT Koconanoctu [36]. K.A. Jeans 1 coaBT. B CBOeW paboTte
oTMeuvatoT, 4yto K 10 rogam y nauueHToB, NeYMBLUMXCS MO
meToanKe MNMoHceTH, Habntogannch nyylne nokasaTenu cuibl
M BbIHOCIMBOCTU FOSIEHOCTOMHOrO CycTaBa MO CPaBHEHMIO
C TEMMU, KTO NEYUNICH XMPYPrUYECKUM MyTEM MPU OCTaTOUHOM
nedopmauun unu peumamse [38]. T. Kenmoku 1 coaBT. cO06-
WKWK, 4TO Y IeTeN LWKONbHOro BO3pacTa, yCNeLwHOo Ne4nBLINX-
cs no metoay lMoHceTn ¢ NOMOLLbI YPECKOKHOM TEHOTOMMUU
axuaIoBa CYXOXMAUS UAKM C OBLWMPHBLIM BbICBOGOXKAEHWEM
MSAMKMX TKaHen, He HabMAaN0Ch 3HAYUTENbHOMO YXYALWEHHUS
CMOPTUBHbIX Pe3yNbTaToB B CpeaHEM B TeYeHue 8-1eTHero
nepuofa HabnwogeHus [39]. Y B3pocabiX, NEYMUBLLUMXCA MO
metoay [oHceTn, oTMevanucb 6o5iee HU3KKE ypoBHKU 60/n
1 6osiee BbICOKME NoKa3aTenm GU3NYeCcKon GyHKLMK 1 Kade-
CTBa YXM3HM MO CPABHEHMIO C TEMM, KTO JIEYUCSH XMPYpPruye-
CKuM nytem [21].

KakoBbl aMmouOHaNbHble 3P PEKTbI

W OLLyLEHUS POAUTENIEN, Y KOTOPbIX POAUIUCH

AEeTHU C BPOXKXAEHHOM KOC01anocTbio?

JleyeHne BpOXKAEHHOW KOCOAnoCTU — CNOXHbIA U O/n-
TeNbHbIW NpoLecc. Bpauun, 3aHMMatomnecs TakuMmm AETbMU,
[LOMKHbI MOHMMaTb U BbISIBASTb NOTEHUMaNbHbIE HEFATUBHbIE
nocneacTBMA 3TOro npotecca ana pogutenen. F. Malagelada
M COaBT. B CBOEM MCCNegoBaHWKN ceMen B BennkobputaHum
1 KOxHoM AdpuKe, y KOTOPbIX €CTb AETU C BPOXKAEHHOM KOCO-
NanocTbto, ONUCIBAOT HEraTUBHOE BANSIHWE Ha QYHKLMOHW-
poBaHWe CeEMbM Ha 3Tane HageBaHWs 6PeNCoB MO CPaBHEHMIO
C 9TanoM HanoXeHUs TMNCOBbIX NOBA30K. bbiNo ycTaHoBNE-
HO, 4TO ceMbm B HOxKHOM AdpurKe Nnydlle ymeloT UCMNoJIb30BaTb
coLManbHyo NOAAEPIKKY U CTpaTernm NpPeoaoneHus ctpecca,
CBSI3aHHOro ¢ nevyeHnem Koconanoctu [40]. Opyrue uccne-
[lOBaHMS, MOCBSLLEHHbIE MCUXO3MOLMOHANbHBIM PaccTpom-
CTBaM B CEMbSiX C AETbMU C BPOXKAEHHOW KOCOMAMOCTbO,
OBHapyKun1, 4To mMatepu coobllanM O 6O0NblIEM KOAMYe-
CTBE TPEBOMHbIX U JENPECCUBHbLIX CUMMTOMOB, CBSiI3aHHbIX
CO CTpeccoM, B OTBET Ha [AMarHo3 BPOXKAEHHOW Kocona-
NMOCTM MO CpaBHEHUID C MaTepsMu 340pOoBbIX Aeten [41].
Takxe M.P. Nogueira 1 coaBT. coobwunm o HabnLeHnn 3a
30 cembaMKU B TeyeHue 4 netT U 06HapYyKUIU, YTO MOMEHT
NMOCTAHOBKW AMarHo3a — W BHYTPUYTPOOGHO, U MpU POXKAe-
HUM — SBASIETCS Ype3Bbl4aMHO CTPECCOBLIM M3-3a Hepo-
cTatka nHdopmMaumm o 3aboneBaHuu. B aToM nccnegoBaHum
80% cemen coobOWMAN, YTO 3Tamn HaNOKEeHUs TUMNCcoBOW
NOBSI3KKM Obl CNOXKHEE, YeM 3Tan HOWeEeHUs Bpencos, oT4ac-
TM U3-3a TPyOHOCTEM C KynaHuem. B uenom cembu cou-
nm metod MNMoHceTn yaoBNETBOPUTENbHLIM U OTMETWUAM, YTO
NPOYHbIE B3AaMMOOTHOLWEHUS MEXKAY BPA4YOM M NaLMEHTOM,
a TakKe 60/ee BbICOKMW ypOBEHb 06pa3oBaHus NauueHTa
B A@HHOM Npo6iemMe MOryT YMEHbLIUTb OCTPOTY BOCMPUATHS
TpyaHocTen [28].

3AK/TIOYEHHME

Ha npueme y Bpava-HeoHaTonora M neauatTpa paHo
WK NO3AHO MOSIBAAOTCS MaLMeHTbl C BPOXAEHHOM Kocona-
MoCTbl0, POAUTENM KOTOPbIX GyAyT 3ajaBaTh AOKTOPY BOMPO-



Cbl, CBA3aHHble C opToneauMyecknm 3abosieBaHWMEM CBO-
UX geten. B cBA3M C 3TUM [OKTOP [O/XKEH OblTb rOTOB
oTBeYaTb Ha 4acTo 3ajJaBaemble BOMPOCbl Ha MPOTAXKe-
HWUW BCEro nepuvoja NeyvyeHUs BPOXKAEHHOW KOCOoNanocTwu.
O3HaKkomneHne ¢ metogom [loHceTHM MoMOXKeT Bpavam-
HeoHaTosoraM M neguaTtpaMm ONTUMW3MPOBATb KOPPEKLIMIO
BPOXXAEHHOW Aedopmaumnm y geten.

WHO®OPMUPOBAHHOE COINIACUE

ABTOpbl MOMAYYUIN MUCbMEHHOE WHOOPMUPOBAHHOE
[06POBO/IbHOE COrnacue 3aKOHHbIX NpeacTaBuUTENen nauu-
€HTa Ha Ny6AnKaLmio ero KoHdunaeHunanbHbIX JaHHbIX, B TOM
yucne potorpadui (C 3aKpbITUEM NMLA), B HAY4YHOM XKYypHa-
ne, BKIOYas ero 3/IeKTPOHHYI0 BEPCHUIO (AaTa nognucaHms:
25.12.2023).
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