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KOJIOHKA BbIMYCKAIOLLEF0 PELAKTOPA
EDITORIAL

YBaxaeMblIil YUTATE/ID!

PemaxioHHasA Ko/ierns XypHasa « ApXUB HegaTpun
U BeTCKOJ XMPYPIum» paja IpuBeTCTBOBATh Bac Ha cTpa-
HuIax 3apeparomero 2025 rog HoMepa. IIpofomxkas Tpa-
AVIVIO, 3aJI0)KEHHYI0 C MOMEHTA OCHOBaHN s Xy pHaJa,
MBI IIpefiflaraeM BaieMy BHMMaHMIO CaMyI0 aKTyaTbHYIO
MHpOpMaIUIO, KacaIOIyI0Cs AUarHOCTUKY, auddepeH-
[[MaTbHON IUATHOCTUKY, IeI€HIA U PeaOUIUTALIUN TeTeil
¢ 3ab6071eBaHNAMY, HaXoAAIMMICA B chepe mpodeccuo-
HaJIbHBIX MHTEPECOB CIIEIMa/INCTOB PasHbIX IpouIIei.

IlepemoBas cTaThsa HOMepa MOCBSILEHA TAITHON TaK-
THKe BelleHUs JIeTeil C pelKOIl HAC/TeICTBEHHO Homes-
Hbl0o — cuHApoMoM IleiiTiia — Erepca u Oyper uHTe-
pecHa He TO/IBKO JIETCKMM XMPYpTaM, HO U IefjuaTpam,
BpayaM-JiepMaTo/oraM, a TaK)Ke reHeTHKaM M KOJIIe-
raM, 3aHUMammuMcsa oppaHHOI naronorueir. Jlekuns
npodeccopa A. V. XaBKMHa, OCBALeHHAas 3HAYVIMOII
MEJIMKO-COIVIaJTBHOI TPOo6/IeMe — KadeCTBY >KU3HMU JieTeil
C OTpaHMYEHHBIMIU BO3MOYXHOCTSIMM 3[JO0POBbSI, 06€3yC/I0B-
HO, Oy/ieT IojIe3Ha KaXk[JOMy IeTCKOMY Bpady, paboTaio-
IeMY C JeTbMU-MHBaINAMIU.

Hapsapny ¢ opurnHaapHbIMM ¥ 0030PHBIMU CTaThsIMU
3TOr0 HOMepa OTAENbHOTO BHUMAHMS 3aCTyXXMBAIOT Ha-
yuHble nyonukanuy pyopuxu «KnmHudeckne cmydan»,

ApxuB negmatpuu u getckoit xupypruu Ne4 [3] 2025 ropa @

/1060606 K 8pauebHOMY UCKYycCMBY —
amo u ecmv n110606b K Hes06e4ecmsy.
I'mnnokpat

B KOTOPBIX PefIKO BCTpedaloluecs ¥ CJIOXHbIe 3a00/1eBa-
HUAMM HaIIASHO WIIIOCTPUPOBAHBI IPYMepaMu 13 co6-
CTBEHHOI IPAaKTUKY aBTOPOB.

YBakaeMble KoJIeTH, floporue apysbs! B npegasepun
HacTynamwouero HoBoro roga pegkonierus >xypHana
OT BCEro Cepylia MO3APaB/sieT Bac C CAMbIM JTI00MMBIM
Ipa3fHUKOM fieTell u B3pocnbix! ITycTs HacTymarommit
roj IpMHeceT BaM ¥ BalllMM O/IM3KUM Bce camoe 1o6poe,
CBET/IOe, TeIloe 1 BaskHOe! bynbTe 3M0pOBHI U CYACT/INBBI,
ycnenrHel u 6aronony4ser! Cui u TeplieHus B BalleM
TAKOM HEJIETKOM, HO Ba)XHOM U HY>KHOM TpPYZAe, HalllK
moporue yurarenu!

A pnsa Hac HacTynaroouuit, 2026 rof 3HaMeHaTe/leH 0Co-
6bIM cobpiTHEM — 90-neTueM HayuHo-uccnegoBarens-
CKOTO K/IMHMYECKOTO MHCTUTYTA AeTCTBa MMHMCTepcTBa
3apaBooXpaHeHMsT MOCKOBCKOI 00/1acTy, yYpeauTens
KypHana «ApXuB IeJMaTpUN U JETCKOV XMPYPTUW».
C OoTpoMHBIM y[IOBOILCTBUEM ITpuriaamaeM Bac, Ham
YyTaTe/b, OTMETUTDh BMeCTe C HaMU I00uIeil MHCTUTY-
Ta, Ipa3gHOBaHME KOTOPOTO COCTOUTCSA JIETOM M OCEHBIO
2026 roma. AHOHC Ipa3gHUYHBIX MeponpuATUil 6yfeT
OIy0/IMKOBaH Ha CTPaHNIIAX HAIIETO V3aHNU .

Jlo BcTpeun B HOBOM T'OfY, JOPOTHe Apy3bs!

Inasnviii pedakmop sypHana «Apxue neduampuu u 0emcKoil Xupypauu»,

enasnuiti neduamp Munucmepcmaea 30pasooxparerusi Mockosckoii obnacmu,

oupexmop I'BY3 Mocxkosckoii o6nacmu « HUKV demcmesa Munsopasa Mockosckoti o6nacmu,

o.m.u. H. JT. O0unaesa
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MEPEJIOBAA CTATbA

OJTalrHasa TaKTUKaA BeJleH s JeTel
c cuagpomoM llenrtia — Erepca

E.IO. IpsakonoBa, A. C. beknn, M. M. Jloxmaros, A. A. I'yces, A. E. Markos, E. A. Oxynos

OrAY «HauuoHanbHbIA MeLMLMHCKWIA UCCNef0BaTeIbCKUI LLEHTP 3[10poBbs feTer» Muuaapasa Poccum (JToMoHoCoBCKHMIA np-T, 4. 2,

ctp. 1, . Mockea, 119991, Poccus)

Pestome

Beepenune. CuHapom lMeiTua — Erepca y neteit 4acTo 0CnoX-
HAETCA TOHKOKMLLEYHBIMU MHBarMHALMAMU U KULIEYHOI Henpo-
XOAMMOCTBHO, YTO MPUBOAMT K NOBTOPHBIM OMepaLusM 1 pe3seK-
LMAM KULLKK.

Llenib: oLeHUTb pe3ynbTaThl 3TANHOro anropuTMa BefeHus Ae-
Ten ¢ cuHapoMoM lentua — Erepca, HanpaBieHHOro Ha CHU-
JKEHWe YacToThbl Pe3eKLMN 33 CYeT PerynapHoro HabnoaeHus
W NpuopuTeTa 3HLOCKOMMYECKWUX BMELLaTeNbCTB ¢ 0ba3aTenb-
HbIM KOHTPOJIEM MOCJIe SHLOCKOMMM.

Matepuansl u MeTopabl. BbinonHeHo peTpocneKTMBHOE OAHO-
LEHTpOBOE MccnefioBaHue, BroumBlee 30 NauMeHTOB, Ha-
onopaswuxcs B OrAY «HMWUL, 3popoBbs petet MuH3apaBa
Poccumnx» B 2016-2025 rr.; npy aHanu3e aHaMHe3a y4uTbiBaIu
JaHHble MeAMLMHCKMX foKymeHTOoB 3a 2013-2026 rr. [Juarxos
YCTaHaB/IMBANCA N0 KJIMHWUKO-3HAOCKOMMUYECKUM KpUTEPUAM 1/
UK CEMEIHOMY aHaMHe3y; NPU HafMYnK YYMTBIBAM pesynbTa-
ol HK-uccneposanusa rena STK11. 3tanHbin anroput™M BKJIO-
yan nepsuyHoe Y3W, aHgocKonuyeckuin 3tan (B ToM uucne ban-
NIOHHYI0 3HTEPOCKOMNUIO) C yAaNleHEM NOAMNOB, 0083aTeNbHbINA
Y3-KOHTpO/b NOC/E 3HAOCKONUM U NEPEXOA K XMPYPrUYECKOMY

3Tany Npu CoXpaHsALLeNnca/peLuaNBUPYIOLLEN MHBArMHALMK U/
UM HEBO3MOXHOCTW 3HAOCKOMMUYECKOrO YAaNeHNs NPUYUHHO-
ro Noauna, ¢ NPMOPUTETOM OPraHOCOXpaHSILLEH TaKTUKK (ae-
3MHBarMHaLus, 3HTEPOTOMUSA U MOAMNIKTOMMUA Be3 pesekumuu
NpM OTCYTCTBUM HEOOPaTUMbIX U3MEHEHNUI).

Pesynbtathl. B koropte npeobnaganu mManbumkm (63,3 %). My-
Tauus B reHe STK11 soiseneHa y 90,0 % nauueHToB; de novo-Ba-
puaHT oTMeveH y 53,3%, MyTtaumsa B reHe STK11 obHapyxeHa
y 30,0% poauteneir. MHBarnHaumsa otMeueHa y 86,7 % naumeH-
TOB; 3H,0CKONMYECKME BMeLLaTebCTBa BbinonHamMck y 90,0 %;
pe3eKums Kuwku B aHamHese — Y 70,0 %. MpoaHanu3upoBaHo
155 rocnuTanu3aumi ¢ fatamu; MeiMaHHas LAWUTENbHOCTb ro-
cnuTanu3auuv coctasuna 8 cytok (IQR 7-11).

3aknioyeHue. JTanHas TaKTUKa C perynsapHbIM HabnioaeHueM,
NPMOPUTETOM 3HA0CKONUU U 0643aTeNIbHBIM KOHTPOJIEM MoCe
3HJ,0CKOMMYECKOro 3Tarna no3BofiseT CBOEBPEMEHHO BbISBNATL
NepCMCTUPYIOLLYI0 WHBarMHALMIO U BbLINONHATL OpPraHocoxpa-
HAOLWME BMeLIATeNbCTBa, YTO MMEET KIIIYEBOE 3HaueHue
ONA CHWXEHUSA Pe3eKUMW y AeTen C cuHpapoMmoM [lertua —
Erepca.
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Stepwise management of children
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Abstract

Background. Peutz—Jeghers syndrome in children is frequent-
ly complicated by small-bowel intussusception and obstruction,
resulting in repeated operations and bowel resections.

Aim. To evaluate a stepwise management algorithm designed
to reduce bowel resections through regular surveillance, priori-
tization of endoscopic treatment, and mandatory post-endosco-
py monitoring.

Materials and methods. This retrospective single-center study
included 30 pediatric patients managed at the National Medical
Research Center for Children’s Health between 2016 and 2025.
When available, earlier medical records from 2013 to 2026 were
used to reconstruct prior interventions and history. Diagnosis
was based on clinical and endoscopic criteria and/or family
history; STKIT testing results were considered when available.
The algorithm comprised initial abdominal ultrasound, an endo-
scopic step (including device-assisted enteroscopy when indi-
cated) with polyp removal, mandatory ultrasound reassessment
after endoscopy, and escalation to surgery in cases of persistent/

recurrent intussusception and/or inability to remove the caus-
ative polyp endoscopically, favoring bowel-sparing procedures
(reduction, enterotomy with polypectomy without resection
when no irreversible changes were present).

Results. Among the patient sample, boys predominated (63.3 %).
STKI1 alterations were detected in 90.0% of patients. A de novo
pattern was recorded in 53.3%, while an inherited pattern was
observed in 30.0 % of patients. Intussusception occurredin 86.7 %
of patients; endoscopic interventions were performed in 90.0 %;
bowel resection was documented in 70.0%. A total of 155 hos-
pitalizations with known admission and discharge dates were
analyzed; the median length of stay was 8 days (IQR 7-11).
Conclusion. A stepwise strategy combining regular surveil-
lance, endoscopic prioritization, and mandatory post-endoscopy
monitoring enables timely identification of persistent intussus-
ception and supports bowel-sparing surgical decisions. These
measures are essential for reducing bowel resections in chil-
dren with Peutz-Jeghers syndrome.

Keywords: Peutz—Jeghers syndrome, pediatric surgery, intussusception, small bowel, device-assisted enteroscopy, endoscopic
polypectomy, bowel-sparing surgery, bowel resection, ultrasound monitoring
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BBenenne

Cunpgpowm Ieititua — Erepca (CITE) — penxuit ayTocoMHO-
JNOMMHAHTHBIV HAC/IENCTBEHHDBII CUHIPOM, XapaKTepu-
3YIOLIMIICA MYKOKOYXHOJ TMIIepIUTMeHTanyeil (JIeHTUTO)
(puc. 1) M raMapTOMHBIMU TIOTIAIIAMI JKe/TYIOYHO-KIIIed-

HOTO TpakTa. J{/is1 JeTCKOro Bo3pacra Hanbojiee 3HAYMMbI
HO/TUII-aCCOLIMPOBAHHbIE OC/IO)KHEHVSI TOHKOWM KUIIKYI,
B nepBon Oqepenb TOHKO-TOHKOKMNIICYHbIC THBAaIMTHALI N,
TOT/]a KaK y B3POC/IBIX NTAIVIEHTOB CYIIECTBEHHO BO3pacTa-
eT PUCK 3/I0Ka4eCTBEHHBIX HOBOOOpa3oBaHmii [1-4].



IepemoBas crates/Editorial

PucyHok 1.

Jlenturo npu cuHgpome Meiitua — Erepca
Figure 1.

Lentigo in Peutz—-Jeghers syndrome.

B 6onpunuctBe cnydaes CIIE obycnoBnen repmu-
Ha/IbHBIMM IAaTOT€HHBbIMMU BapuaHTamy reHa STKI11/
LKBI (cepuH/TpeoHMHOBAas KMHA3a), BKIOYas TOYKO-
Bble BAPMAHTLI ¥ KPYIIHbIE fe/Ie[i 9K30HOB/BCEro IeHa.
IIpy 9acTy MaLyeHTOB ¢ TUIMYHONM KIMHNYIECKON Kap-
tHOM MyTauun STKII He BBIABISAIOTCA CTAaH[APTHDBI-
MU METOJAaMM, 4YTO MOXKeT OBITH CBS3aHO C KPYIIHBIMU
HepecTpONKaMy V/UAM BapUMAHTAMU B PeTyISATOPHBIX
obrmacTaAX u TpebyeT paclIMPEeHHOTO MOJIEKY/ISAPHOTO
moucka [5-11].

KnuHnueckoe TedeHne B JETCKOM BO3pPacTe 4acToO OC-
JIOXKHAETCA XPOHMYECKON KPOBOIIOTEPEN B CIENCTBUM
TpaBMAaTU3aLMM TIO/INIIOB ¥ aHEMUE, a TAKKe SMM30flaMI
TOHKO-TOHKOKMIIEYHOV MHBaIrMHALVM U KUIIEYHONM He-
IPOXOLIMOCTH, O0YC/IOB/IEHHBIMYU KPYITHBIMM ITO/IUIIAMY
TOHKOJ} KMIIKY. PYCK MHBAarMHaLMM CyIIeCTBEHHO BO3-
pacTaeT Ipy MOJIMIIAX pasMePOM = 15 MM, 4TO onpezenser
HeO0OXOAMMOCTb IIPEBEHTUBHOTO YAATeHNsI KIVHUYIECKN
3HAYMMBIX ITOUIIOB [12].

IIo maHHBIM MMPOBOJI TUTEPATypPBhI, PETYIAPHOE Ha-
OmofieHNe B CIiel|Ma/M3MPOBAaHHbIX IIEHTPaX C SHTOCKO-
NIYeCKMM KOHTPO/IeM (BUIEOKAIICY/IbHAS SHAOCKONNA
u/unmu MP-sHTeporpadus) n npuMeHeHNeM METORVK
6a/I/IOHHOI 9HTEPOCKONNY [O3BOJISIET CHIMKATh PUCK
OCJIO)KHEHM, SKCTPEHHBIX ONepaluil U pe3eK Uil Ku-
medynuka [1, 13-19].

Ja>xe Ipy COBpeMEHHBIX METOAAX SHTEPOCKOIINM B Ya-
CTU CTy4aeB NPUIMHHBIN IOTUI HEBO3MOXXHO YAAIUTD
sHpocKonmdecku. IToaTomy mocie sHJOCKONMYECKOTO
TaIla BBIIONHAIT KOHTPO/IbHOE Y3V OpIOLIHOI TONOCTH.
IIpy coxpaneHnM MHBArMHALNY IO JaHHBIM Y 3V n/unn
IIpU TEXHNYECKON HEBO3MOXXHOCTY SHIOCKOINYECKOTO
yAaneHus IPUIMHHOIO MO/INIIA CTIefyeT CBOEBPEMEHHO
MEPEXOAUTDH K OPTAHOCOXPAHAIOLWEMY XUPYPIUIECKOMY
BMeEIIATe/TbCTBY.

ITenp mccnegoBaHMA: OLEHUTD PE3yNIbTAThl 3TAIl-
Hoi TakTuku BemeHusa peteir ¢ CIIE, ocHOBaHHOII
Ha Pery/nsipHOM 3H/JOCKOIINYECKOM Hab/II0ieHIN, CBO-
€BpEeMEeHHOJ IOMNIIKTOMUM Y YeTKMX MOKA3aAHMUAX
K IepexoAy K XMPYPru4ecKoMy dTally, C aKLIEHTOM
Ha OpraHOCOXpaHEeHNe.

Marepmnanbl M METOAbI
ViccnemoBaHue BHIIOTHEHO B (opMaTe OFHOLEHTPOBOTO
PEeTPOCIIEKTUBHOTO HAOMIOIATE/TbHOTO UCC/IEOBAHNSL.

VlccmenoBaHue BBIITOTHEHO B COOTBETCTBUU C Xelb-
CUHKCKOW IeKJapalyeil. AHamms3 IpoBOVIICS Ha 00e3/u-
YEeHHBIX JAHHBIX MEAVIIVTHCKOM JOKYMEHTAI VL.

B ananus Bxmovyensr 30 fgeTeli ¢ KIIMHUKO-9HIOCKO-
IM4YecKMMM npusHakamu cuHppoma Ileiitia — Erep-
ca, HabmopaBnxcs B OTAY «HMMUI] 3gopoBbs fereii»
Mumnsgpasa Poccuu B nepuop 2016-2025 rr. (pu Haau-
YUU — C Y4eTOM paHee BBIIIOTHEHHBIX BMEIIATeIbCTB
0 JaHHBIM MeIVIMHCKUX JOKyMeHTOB 3a 2013-2026 rT.).

VlcTOYHMKaMy JaHHBIX SIB/ISUINCH MENUIVIHCKME Kap-
TBI CTAI[MOHAPHOTO MaruenTa (McTopun 601e3HM) C IPO-
TOKOJIaMM 3HJOCKOIIMYECKUX UCCIIENOBAHNI, Ty YEBO
IDVAarHOCTUKY, ONlepalliOHHBIMM IIPOTOKOTAMMY U 3aKJ/II0-
YEHNSAMI MOJIEKY/IAPHO-TeHeTIeCKOTO MCC/IeOBAHNA
(mpm HamIYMNM).

O1eHMBaIUC: TIOTI, BO3PACT eb0Ta CUMIITOMOB U HEp-
BOT0 O0OpalileHs], Hajm4uue MYKOKOXXHO IMIIepIINTMeH-
Tanuu (JICHTUTO), TOKaNIU3aus U KIMHUYIECKNE PO-
SIBJIEHU S ouIno3a (KpoBOTeYeHe/aHeMN ST, KUIIeYHasI
HEeIPOXONMMOCTb, MHBaTMHAIIVN), Y/C/IO TOCIIUTAIN3A-
it (B IeJIOM M II0 TOfaM) M BMeIIaTeIbCTB, HaAMdlie
u 06beM pe3eKInil KMIIeYHNKa B aHaMHe3e, a TaKXKe
pe3yibTaThl reHeTudeckoro rectuposanua STKII u ce-
MeitHbI aHaMHe3 (Hamane CIIE y popurerneit nmm ot-
CYTCTBME BBIAB/ICHHON MYTAallVMl § POAUTENel Ipu Ipo-
BeIECHHOM aHaJms3e).

OCHOBHBIMU OLIEHMBAaE€MbIMI ITOKa3aTeIAMU OBLIN:
HEOOXOMMOCTDb XM PYPru4eCcKOro BMellaTe/IbCTBa, He-
00XOAMMOCTD pe3eKIMy KNIIKY, & TAKXKe JOJIsI OPraHOCO-
XPaHALIX BMEIATe/IbCTB. [I/I Xpypriwdeckoro sTama
OT/Ie/IbHO aHAM3NPOBAIN CUTYAI[ UM, KOT/Ja SHTOCKO-
IIYeCcKoe y/asieHle MOJINIIA, BhI3bIBAIOIIETO KMIIeYHYIO
VHBaruMHaI Mo, ObI/I0 TEXHUYECKM HEBO3MOXKHO (HEOCTH-
YKMMOCTH HO/TNTIA TPV Ga/I/IOHHON 9HTEPOCKOIUY U/ MIH
BBIPA)KEHHBIII CITA@YHBII IIPOIIECC).

ITox HeoOpaTMMBIMU M3MEHEHNAMY KUIIKY B paboTe
HOHVIMA/IV HEeKPo3, epdOpaLNIo VTN BBIPAXKEHHYIO MIIe-
MUIO C OTCYTCTBYEM Hepy3Ni 110 MHTPAOIIePA[IOHHOI
OIIEeHKE.

CraTucTI4ecKuii aHaIM3 HOCKJI ONMCATeTbHBIN XapakK-
tep. C yueToM He60IbIIOr0 06'beMa BEIOOPKI 1 aCMMe-
TPUYHOTO pacHpefeneHs KOMudeCTBeHHbIe OKa3aTen
IpefCcTaBlIeHbl Kak MenuaHa (Me) M Me>XKBapTHU/IbHBII
unrepsan [QL; Q3] (IQR = Q3-Ql); kareropuaabHbIe IO-
KasaTtenu — Kak 1 (%).

Pesynbrarsl

B uccnegoBanme BkmodeHbl 30 malMMeHTOB: Majb4li-
K1 — 19 (63,3 %), meBoukn — 11 (36,7 %). MyTanus B reHe
STK11 swisaBnena y 27 (90,0 %) nmanuenTos; y 1 (3,3 %)
meTell maroreHHble BapuaHTel STKII He OOHapy>KeHbI
Ipy Hammauy KnHEndeckux npusHakos CIIE. Y 2 (6,7 %)
MAIVIEHTOB JJaHHBIE MOJIEKY/IAPHO-T€HEeTNYeCKOTO JIC-
CIeOBaHNsA OTCYTCTBOBaMM (TabL. 1).



Tabmuua 1.

XapakTepuctuka koroptbl (n = 30)
Table 1.

Cohort characteristics (n = 30)

[okasatenb 3HayeHue

[auueHToB, N

Manbuukuy, n (%) 19 (63,3)
DeBouku, n (%) 11(36,7)
STK11: MyTaums BbisBneHa, n (%) 27 (90,0)
STK11: MyTauus He BbisiBNeHa, n (%) 1(3,3)
STKT1: HeT paHHbIX, n (%) 2(6,7)
Poputenu: Mytaums de novo y pebeHka

(y poauTeneit MyTaums He BbisiBNieHa), n (%) U5 (28
Pogutenu: MyTaums BbisBneHa, n (%) 9 (30,0
PoauTtenu: aHanu3 He BbINOJHANCA/AaHHblE 5(16.7)

otcytcTByioT, n (%)

Cemertnblit xapakTep 3a6oneBanus (namnuve CIIE y on-
HOTO M3 popurteneli) ormedeH y 9 (30,0 %) mainneHTOB;
y 16 (53,3 %) popureneit mo pe3ynbTaTaM 0OC/IeOBAaHNUSA
MyTalus He BbIsAB/IeHA (de n0vo — BapMaHT y peOeHKa).
B 5 (16,7 %) cmy4yaAx jaHHBIE O T€HETMYECKOM TeCTUPO-
BaHIU POJUTENIEN OTCYTCTBOBAJII.

ITo maHHBIM MEAMILIMHCKOI JOKYMeHTanun y 26 (86,7 %)
HAIMEHTOB B TeYeHMe HaOII0NeHNs PeTUCTPUPOBAIUCD
3MM30/bI TOHKO-TOHKOKUIIIEYHO! MHBarnHauum. Pesek-
MM KMIIeYyHMKa B aHamMHese uMmenu 21 (70,0 %) pebeHok
(Tabmn. 2). Xupypruueckne OCIOKHEHUsI B KOTOPTe pery-
CTpUPOBANNUCh C Bo3pacra 1,5 ropa.

Bcero npoananmsupoBano 174 MeOUIIMHCKUX GOKY-
MEHTa, COOTBETCTBYIOLIUX 155 rocnnuTanusayuaM ¢ ycra-
HOBJIEHHBIMM fataMu. B 2016-2025 rr. 3aduKcupoBaHo
132 rocnuTanmsanum; X 91UCI0 BO3PACTA/IO B ITOC/IENHIE
ropbl Habmopenns: 2021-11 — 17, 2022-it — 16, 2023-11 — 18,
2024-1m — 26, 2025-1m1 — 29.

PucyHok 2.

Bup raMapToMHOro nosmna B NpoCBeTe TOHKOM KULLKM Noche
3HTEpPOTOMUM

Figure 2.

View of a hamartomatous polyp in the small intestine lumen
after enterotomy
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Tabnuua 2.

OcnoxHeHWs, BMeLLaTeNIbCTBa M rocnuTanu3aumm
Table 2.

Complications, interventions, and hospitalizations

[lokasatenb 3HauyeHue

WHBaruHaums xots bbl pas, n (%) 26 (86,7)
JHA0CKONMYeCcKue BMeLIaTesbCTBa, N (%) 27 (90,0)
Pe3eKuus KMLWKK X0TA Obl pas, n (%) 21(70,0)
Crmam—— (o0
locnuTanusaumm ¢ gatamu, n 155
[nuTenbHOCTb rocnuTanusaumm, 8 (7-11)
meauana (IQR), cyTkm

[LnnTenbHOCTb rocNMTaNU3aLmMu, 3-31

min-max, CyTKM

lepuoa HabnofeHNA NO LOKYMEHTaM 18.12.2013-03.02.2026

BONbIMHCTBO TOCIUTANMS3ALMIT OBIIN IAHOBBIMU
U MIPOBOJMJ/INCH TTIaBHBIM 00Pa3oM /Il 9HJOCKOMMYe-
CKOTO KOHTPOJIS ¥ TIOJIUTIOKTOMUM, BK/TI0OYasi 6a//IOHHYIO
sHTepockonum. IIpy AuarHocTuke KUIeYHON NHBAarnHa-
MU U TEXHUYECKO HEBO3MOYKHOCTY SHOCKOMMYECKOTO
YZa/IeH A TIO/IUIIA, BbI3bIBAIOIIErO KMIIEYHYI0 MHBATHA-
LIVI0, BBIIIOJIHA/IV XMPYPTUYECKUIT STAIT; IIPY 3STOM IIPUO-
PUTET OTAABAJICA OPTaHOCOXPAHAIOLMM BMEIIATE/IbCTBAM
(mesMHBarMHALNA, SHTepOTOMMA (pUC. 2) C yAaneHneM
IIOJIUIIOB) ¢ MAaKCMMaJIbHO BO3MOXKHBIM OTKa30M OT pe-
3€KILUU KUIIKN.

B pamkax 18 rocnuTanmsanuit y 13 manmueHTOB C TOH-
KOKMIIIEYHOV MHBAaTrMHaLMeN IPUMEHA/IaCh 9TAallHas TaK-
THUKA C BBITIOJIHEHMEM SHIOCKOIIMYECKOTO BMeIIaTe/IbCTBA
Kak nepsoro mara. OgHako B 14 snusopax (11 maryeHToB)
SHJOCKOIMYECKMII 9TAIl HE ITO3BO/INJI YCTPAHUTD IIPUYMH-
HBIIT PaKTOP OC/TOXKHEHM S, YTO OTPebOBasIO Imepexona
K XMPyPrudeckomy edennio. B 12 snmsogax moxkasanmem
K OIlepalyy CIy>KIJIa TeXHUYeCKasas HeJOCTVXKMMOCTD
IIPUYMHHOIO IIOJIUIIA 11 SHJOCKOINYECKOIO YaIeH N,
B OCTAJIbHBIX Cy4asAX — COXPaHAIOWAACA KIVHNYECKN
3Ha4YMMas MHBAaTrMHanuA. XMPyPrudecKnii 3Tam BBIION-
HSAJICA C OPTAaHOCOXPAHARINM IIPUOPUTETOM.

O6c¢cyxpenne
[Tony4yeHHble [aHHbIE NOATBEPXKAAIOT, YTO /s HET-
ckoro xupypra CIIE mpencraBisier ocobyio mpobiemy
BCJIEICTBYE BBICOKOJI BEPOATHOCTY HMOBTOPHBIX BMeIla-
TENIbCTB C HPOTPEeCCUPYIOIIMM YBeIMueHneM obbema
XMPYPrUuecKOro je4eHNst M PUCKOM yTpaTbl QYHKIU-
OHAJIPHO 3HAYMMOI AMHBI KMIIKY. IIpy 9TOM MMeHHO
OCJIO)KHEHMSI CO CTOPOHBI TOHKON KMIIKM (MHBarmHa-
LMY, SMU30[bl HEIPOXOAUMOCTHN) (POPMUPYIOT OCHOB-
HOJI BKJIaJl B 9KCTPEHHYI0 XMPYPrUiecKy0 aKTMBHOCTD
B JleTCKOM Bo3pacre [12, 15, 20].

KnoueBbIM HampapjieHNeM NpOGUIAKTUKY IKCTPEH-
HBIX OIlepaluil AB/IAETCSA ITAHOBOE BBIsBJIEHNE 1 y/a-
JIeHVe K/IMHUYeCKY 3HAYVMbIX [IO/INIIOB TOHKOJ KVIIKN.



IepemoBas crates/Editorial

Pyxosopcrsa ESGE, ESPGHAN/EHTG un gpyrue mexny-
HapOJHbIE PEKOMEH/IALINY ITPefi/IaTal0T OPMEHTUPOBATbCS
Ha pa3Mep MOJINIIOB /MY CUMIITOMATVKY IIPY OILIpeferie-
HUM TTOKA3aHWI K Y/ja/IeHNIO ¥ TIOAYePKIBAIOT HEOOXO Y-
MOCTb JI/IATE/IBHOTO AMHAMUYIECKOro Habmopenns [13-18].

bannonnas sHTEpOCKONNS ¢ MHOTOOYAr0OBOI MOMUIIIK-
TOMMUEN ABNIAETCA KIIOYEBbIM MHCTPYMEHTOM STAaIlHOM
TaKTUKU. IPPeKTUBHOCTD U 6€30MaCHOCTD ABOIIHOI-
6a/TIOHHOIT / 6ATIOH-aCCUCTUPOBAHHOI 9HTEPOCKOIINN
y naunenTto ¢ CIIE onucaHbl B cepusix HaOMIOEHMIT
¥ IOZITBEPXKAE€HBI CUCTEMATIYECKMMM 0030paMIt, IEMOH-
CTPUPYIOIMMY CHVDKEHME YaCTOThI OTIEPaLNil M PE3eK-
LMV IIPY SHLOCKONMYECKOM KOHTPOJIE TIO/INIIOB TOHKOM
Kumku [19-24].

B Hamteii cepun, HeCMOTPSI Ha BBbIIIOTHEHYE SHIOCKOIIU-
YEeCKOTO0 9Tala KaK IepBoro mara, B 14 u3 18 rocnuranmsa-
LMIA, Tie IpefIPUHMMANACh IONBITKA 9HLOCKOIYECKOTO
yCTpaHeHMs HPUYMHBI MHBAIMHALIUY, OTPeOOBasIC IIe-
pexop, K XMPypPIrUIecKOMY Je4eHNI0, YTO NOLYepKIBAeT
KJIMHNYECKYI0 3Ha4XMOCTb KOHTPO/IBHOIO Y 3-MCCIIefo-
BaHMA U YeTKUX KPUTEPUEB 3CKaTal Uy TAaKTUKIUL.

Bapna6enbHOCTD KIMHUYECKOTO TeYeHUS M CTPYKTYPhI
OCTIO>KHEHMIA, ONIVMICAHHAA B Pa3/INYHBIX MOy IALOHHbIX
KOTOPTaX, [OIIOJTHUTETbHO 0OOCHOBBIBAET HEOOXOI M-
MOCTb LIEHTPaAN30BAHHOIO BeJeHNA Y MHAVBULYaIN-
3auuy HabOmomenns [25].

OtpenpHOrO 06CY>XAeHNs TpebyeT IrpyIia NalueHTOB
¢ xamHndeckn tunudebiM CIIE mpu oTcyTcTBUM BBIAB-
nenHoi mytauuu B rene STK11. VI3BecTHO, YTO MHOIAA
MEeTOf, CEKBEeHIPOBAHM I He BBIAB/IAET KPYIIHbIE fiefieruu/
OYIUIMKALMM ¥ HEKOTOpble BAPMAHTHI B PETyIATOPHBIX
0071aCTAX; I0O9TOMY B TAKUX CUTYALVAX PEKOMEH/IYeTCs
paciiMpeHue TeHeTUYeCKOTo oKcKa (BK/II0Yast aHaIn3
KOIMIHOCTHU) U IePECMOTP METOLUKM TECTUPOBAHU S
[8-10].

Takum 06pa3om, mpeIo>KeHHas dTalHAsT TAKTUKA —
perynspHoe Hab/mofieH1e, CBOeBpeMeHHas! 9H/JOCKOIIN-
yecKas MONMUNIKTOMUSA U CeJIEKTUBHBIN Iepexo]] K XU-
PYPTUYECKOMY 3Tally IpU HEJOCTVDKMMOCTH IONNUIIA,
BBI3bIBAIOLIETO KUIIEYHYI0 MHBaTMHALMIO, — IT03BOJIAET
peannu3oBaTb NPUHIUI OPTAHOCOXPaHEeHN A U MUHVIMMU-
3MPOBaThb PUCK IIOBTOPHBIX pe3eKuii. [laHHbBIN NOAXON,
COOTBETCTBYET KJIMHNYECKUM PEKOMEHJaLlNAM, OPMEHTH-
POBaHHBIM Ha HaOMIOfEHNIE B TPETUYHBIX IIEHTPaX C BO3-
MOYXHOCTBIO BBITIO/THEHSI METOAMK OA//IOHHOI 9HTEPO-
CKOIINMM ¥ MY/IBTUANCIUIUIMHAPHOTO KOHTporA [1, 13-19].
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3aknrodeHne

Cunppowm Ileritiia — Erepca ABnsieTcs TsKenoit Xupyp-
TUYECKONl IIaTONIOTHMell, KOTopas TpebyeT MYyIbTUANC-
UMIUVIMHAPHOTO NOoAXofa. B pesynbraTe HaKOIIZIEHHOTO
OIIBITAa MBI CYMTAEM, YTO HAOMIOfeHNe fleTell C JaHHbBIM
3abojeBaHMeM C/IefiyeT Ha4HAaTh C MOMEHTA II€PBBIX I10-
TNO3PEHMII Ha HalM4dye CMHAPOMA WMINM IPY OTATOIIEH-
HOM ceMelfHOM aHaMHe3se. [1o HalleMy MHEHMIO, JaHHAA
TaKTUKA CYMTAETCS NMPAKTUUeCKM 0OOCHOBAHHOI (Iep-
Bble XMPYPIMYeCKye OC/IOKHEHMSA BCTPEYaNNCh B BO3-
pacre 1,5 roma) U OTIMYAeTCs OT €BPOIEVICKMX Taiif-
JIaJIHOB, KOTOPbIe PEKOMEH/IYIOT Pery/IspHO HaOII0NATh
neten ¢ CIIE c 8 ner.

JyarHoCTIYeCK Ml U JIe4eOHbIIT aITOPUTM JJOXKEH ObITH
MHOTO9TAaIIHBIM J BK/IIOYaTh YIbTPa3ByKOBOE MCCIENO-
BaHIe P Ka>X[J0M 00palleHNM, SHJOCKOINYECKYI0 BU-
3yalu3alyIio U yAajleHue JOCTYIIHbBIX ITOINIIOB, a TaKXKe
obs13aTennbHOE KOHTPOIbHOE Y3V mociie BbIIOTHEH NS
SHJIOCKONMYECKOT0 BMEIIATENbCTBA. YIbTPa3BYKOBOE
MCCIIefOBaHMe KPUTUYECKH BaXKHO /1A BbIABIEHUA CO-
XpaHAMILENCA VIV BHOBb pa3BUBILENCSA MHBAaTVHALNN,
B OTZIe/IaX KMIIKY, KOTOpPbIe He OBbUIM B IIOTHOM Mepe OC-
MOTPEHBI IIPY SHTEPOCKOIN.

Bupeokancynbaylo snockonuo u/un MP-sHreporpa-
¢uo 1errecoobpas3Ho BBIIONHATD C MHTEPBAIoM 1-3 roga
B 3aBMCYMOCTH OT (peHOTHIIa; 6ojIee YacThIil KOHTPOIIb
(B TOM 4MCIIe €XKeTOMHbIN) OIpaB/aH y MAIlIeHTOB BbI-
COKOTO pMCKa (AaHaMHe3 NHBAarMHALINIT, MHO)KeCTBEHHDIe
U/VM KpyIIHBIE TIOINIIBL, KIMHMYEeCKYe IIPOsABIeHN I 110-
numnosa) [1, 13-19].

SH/IOCKONMYECKNIT 3TAIl O/KEH IpeAIIecTBOBATD
XUPYPIrU4eCKOMY BMeEIIATe/IbCTBY. XMPYPIUs MOKa3aHa
TOJIDKO IIPY MCYEPIaHUM BO3MOXXHOCTEN 3HFOCKOIIN,
B YaCTHOCTHU P COXPaHALIENCSA MHBaTMHALNY, TIOJ-
TBEepXK[eHHOJ KOHTponbHbIM Y3 mocie sHgockonnmy,
a IIpy HeOOXOAMMOCTY OIEPATUBHOIO JIEYCHMS CIefyeT
OT[aBaTh IPUOPUTET OPTAHOCOXPAHAIOMM BMEILATE b~
CTBaM — SHTEPOTOMUY C IOTIUIIIKTOMIUEN Oe3 pe3eKInn
KJIIEYHBIX CETMEHTOB. JTO MO3BOJIsAET NPOPUIAKTUPO-
BaTh pPa3BUTHE CMHLPOMa KOPOTKOJ KMIIKM M €rO OC-
JIOKHEHUI, 0COOEHHO Y MALMEHTOB C YyKe MMEeIOLIMMCS
B aHaMHe3€ XV PYPrU4eCKUM JIeY€HMEM.

ITanuents! c cungpomom IleiiTiia — Erepca go/mkHbI
HAXOAUTHCSA NIOF], PETY/IIPHBIM HaO/TIOfieHIeM B CIIeLIaI-
3MPOBaHHOM LIEHTpPE C IJTAHOBBIMY TOCIUTANU3ALNAMNI
He MeHee OJHOTO pa3a B 6 MeCAIEB.
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OPUTMHANBHBIE UCCJIEAOBAHUA

MoOTHBAaLIMIOHHOE VIHTEPBBIO KaK CPENCTBO
IICYIXO/IOTUYECKOW IIOMOLIY POSUTENAM [eTeN
C OIPAHNYEHHBIMU BO3SMOXXHOCTAMHU 300POBbA

E. C. Tuxonosa', Y. B. bputkosa"?

' 04Y BO «[lpaBocnaBHblit CBATO-TMXOHOBCKMIA ryMaHUTapHbIN yHUBEpCUTET» (Y. HoBoKY3HeuKas, A.236, . Mocksa, 115184, Poccus)
2 llenTp netckon ncuxoHesponorum 'bY3 MO «<HUKW petcTea Munsapaea MockoBckoit obnactu» (yn. MeaHa CycanuHa, A. 1, r. Mo-

CKBa, 127486, Poccus)

Pesiome

B nocnepHee BpeMs npobnema NCUXONOrMYECKOM MOMOLLM
CEMbe, BOCMUTLIBaKOLLEN pebeHKa ¢ orpaHUYeHHbIMU BO3MOX-
HocTaMM 3p0poBba (0B3) u/vnu wHBanupHocTblo, npuobpe-
TaeT o0cobylo akTyanbHocTb. OwywiaeTtcs aedmunT COBpEMEH-
HbIX 3QhEKTUBHBLIX CPeACTB GOPMUPOBAHMSA MONIOKMUTENbHBIX
MOTMBALMOHHBLIX YCTAHOBOK pOAMTENEl Ha KOPPEKLMOHHO-
pa3BuBaioLLyto paboTy ¢ pebeHKoM.

Lienb uccnepoBanus: BbiIBNIEHWE MOTUBALIMOHHBIX YCTAHOBOK
Y OLLeHKa BO3MOXKHOCTY MX KOPPeKLMK y poauTeneii feteii c 0B3
W/MNKM MHBANMIHOCTbIO Ha FOTOBHOCTb 0becneyeHns peabunu-
Tauuu B AOMALLUHUX YCIOBUAX ANS NocnenyloLien pa3paboTku
W peanusauum npoduNbHLIMU CNeLuanMcTaMm HenpepbiBHOM
nepcoHMGUUMPOBaHHON peabunnTaLMoHHON NPOrpaMMbl.
Matepuanel u MeToabl. VMiccnepgosanue npoxoaumno Ha base
UeHTpa petckoii ncuxoHneBponorun (F6Y3 MO «HUKWU pet-
cTBa MuH3ppaBa MockoBcKoli 06nactu»). C utons no gexabpb
2025 r. bbino obcnepoBaHo 62 yenoBeKa (poauTenu Aeten
¢ 0B3 n/munu nHBanuaHocTbo B Bo3pacTe oT 7 o 13 net, Ha-
XOAALMXCA Ha CTaUMOHapHOM neveHun B LleHTpe peTcKow
ncuxoHeBposorum). OCHOBHBIMM MeToAaMW NepBOro 3Tana uc-
cNenoBaHua bbinu HabnofeHne U aHKeTUpoBaHue. Ha BTopoM

3Tane Mbl UCMOJIb30BaNM HabNoAeHUe U TEXHONOrMI0 MOTUBA-
LLMOHHOr0 UHTEPBbIO.

Pesynbratbl. [lpoBefeHHoe MccnenoBaHWe MPOLEeMOHCTPUPO-
BaN0 HWU3KWUIA YPOBEHb MOTUBALMOHHBIX YCTAHOBOK 3aKOHHBbIX
npeacTaBUTeNied Ha KOpPEeKUMOHHO-pa3BMBaloLLyld paboTy
¢ aeTbMu ¢ 0B3 n/Mnu MHBaNNMLHOCTbIO B YCNIOBMAX [OMALLHEV
peabunuTaumMm 1 BO3MOMXKHOCTM (GOPMUPOBAHMA MONOKUTENb-
HOW MOTUBALMK CPEACTBAMU MOTMBALIMOHHOMO MHTEPBbIO.
3aknoueHne. HU3KMI ypoBeHb MOTUBALMOHHBIX YCTAHOBOK 3a-
KOHHbIX NpeAcTaBuTenei Ha paboty ¢ netbMu ¢ 0B3 HensbexHo
CKa3blBaeTCA Ha KayecTBe KOpPeKUMOHHO-pa3BuMBaloLLel U pe-
abunutaunoHHoW paboTbl. 3aKOHHbIE MPeACTaBUTENN HYXKAa-
loTcst B NPodeCcCMOHabHOW NCMXONOrMYECKON NOMOLLM CO CTO-
POHbI CMEeLMUannUCcToB, HanpaB/IeHHo! Ha (HOPMUPOBAHUE Y HUX
MONOKNUTENBbHOM MOTMBALIMM K paboTe ¢ AeTbMU. MOTMBALIMOH-
HOE MHTEPBbI0 MOXHO paccCMaTpMBaTh KaK 3QdeKTUBHOE cpefl-
CTBO MCMXOJIOrMYECKO/A MOMOLUM 3aKOHHLIM MpeacTaBUTENAM
peteit ¢ 0B3 u/vnu uHBanUOHOCTLIO, MO3BOJIAIOLLEE HAaXOAUTb
BHYTPEHHWUE PeCcypCbl, CHUXKATb CTPECC W BbICTPanBaTh IQdeK-
TUBHble CTPaTernn KOPPEKLMOHHO-pa3BUBaltoLLEen U peabunuta-
LIMOHHOM paboTbl.

KnioueBbie cnoBa: aetu ¢ 0B3, ncuxonormyeckas noMoLlb, MOTMBALMOHHOE MHTEPBbIO, MOTUBALWOHHbIE YCTAHOBKMH,
KOPPeKUNOHHO-pa3BuMBaloLLlan pa60Ta, pea6vmmau,m| B AOMaLLHNX YCNI0BUAX

Ina uutuposanms: Tuxorosa E. C., bputkoBa Y. B. MoTuBaLmMoHHOEe MHTEPBbIO KaK CPeACTBO NCMXOSIOMMYECKOM NOMOLLM
poaMTENAM AeTel C OrpaHYeHHLIMU BO3MOXKHOCTAMMU 3[,0poBbs. Apxue neduampuu u demckoll xupypeuu. 2025;3(4):10-16.
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Motivational interview as a tool of psychological
support for parents raising children with disabilities
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2 Center for Child Psychoneurology of the Research Institute of Childhood (1, lvan Susanin str., Moscow, 127486, Russia)

Abstract. The issue of psychological support for families raising
a child with a disability is gaining increasing importance. How-
ever, there is a lack of modern and effective methods capable
of fostering positive motivational attitudes in parents toward en-
gaging in correctional and developmental work with their child.
Objective. To assess the motivational attitudes of parents rais-
ing children with disabilities toward engaging in correctional
and developmental work with their child in home rehabilitation
settings and to determine the possibility of correcting these atti-
tudes through motivational interviews.

Materials and methods. The study was conducted at the Center
for Child Psychoneurology of the Research Institute of Childhood
(Russia). From July to December 2025, 62 parents of children
with disabilities participated in the study. Their children, aged
7-13 years, were patients of the neuropsychiatric departments.
At the first stage of the study, the methods of observation and in-
terview were applied. At the second stage, the methods of ob-
servation and motivational interview were used.

Results. The conducted study revealed a low level of par-
ents’ motivational attitudes toward engaging in correctional
and developmental work with their children with disabilities
in home rehabilitation setting. The possibility of forming pos-
itive motivation through motivational interviews was con-
firmed.

Conclusion. The low level of parental motivation to engage
in work with children with disabilities inevitably affects
the quality of correctional, developmental, and rehabilita-
tion measures. Therefore, such parents require high-quality
psychological support from specialists aimed at fostering
positive motivation to work with their children. Motivation-
al interviewing can be considered an effective form of psy-
chological support for parents of children with disabilities
in terms of reducing stress and identifying internal resourc-
es. The findings can be used when developing effective
strategies for correctional, developmental, and rehabilita-
tion work.

Keywords: children with disabilities, psychological support, motivational interviews, motivational attitudes, correctional and

developmental work, home rehabilitation
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BBengenue

[TpobmemMa HCUXOMOTMYECKO MMOMOILIM CeMbe, B KOTO-
poit pacteT pebeHOK C OrpaHMYEHHBIMU BO3MOXKHOCTSI-
My 3goposbs (OB3) u/mnm MHBaIMEHOCTHIO, IPOYHO
yAEpXKUBAeTCs B PAAYy Hambojiee 3HAYMMBIX COLMAJIb-
HBIX ¥ [ICYXOJ/IOTO-TIelATOTNYeCKNX IPOOIeM Ha MPOTH-
>KeHVMJ MHOTUX JIeT. brarorBopHOe Bi1MsAHMEe CeMeTHOTO
OKpY>XeHNs Ha 6O/IBHOTO pebeHKa, a TAK)Ke Ba>KHOCTb
COMENICTBMA CeMbl Bpady U IIefAarory OTMedaau BbIha-
ommeca KIMHNLUCTH 1 yuensle XIX B. B. M. Bexrepes,
Bc.Il. Kamenko, W.B.Mansapesckuit, 0.A. Dnopen-
ckas u zp. [1].

B Hamm jHU ipo6/iema ICUXOI0TMYeCKOIT IIOMOIIH Ce-
Mbe pebeHKa ¢ HapyIIeHNAMM Pa3BUTISI HAXOLUT OTparke-
HJI€ B MHOTOYJIC/IEHHBIX TeOPETNKO-METOMOTOTMYECKIX
U IPAKTUKO-OPMEHTMPOBAHHBIX UCCIENOBAHNAX [2, 3, 4].

CeMbs1 paccMaTpuBaeTCs Kak CyObeKT KOPPEKIIVIOHHO-
Nearorn4ecKom AeATeIbHOCTY, KOTOPBII BO MHOTOM
omnpepensietT 3¢GPeKTUBHOCTD MPOLECCOB ajallTAL[I,
CoLMann3anuy, peabuanTanny 1 NHTerpauun pedbeHka
€ 0cO6eHHOCTAMM pa3BUTUS U MHBaMUAHOCTHIO [5]. Co-
BpeMeHHbIe IPAaKTUYecKye ITOAXOAbl OPMEeHTIPOBaHbI

Ha BOBJIeYEHNE POJUTENIeNl B Ipolecc 00ydeHms, BOC-
nuTaHus u passutuA gerei ¢ OB3. bonbinoe BHMMaHMe
yAenseTcs paspaboTKe TeXHOIOr Ui GpOopMUpPOBaHU COO-
CTBEHHBIX PeCypCOB ¥ MTHMIIMATUBLI CAMMX pORMTeIel [1].

BmecTe ¢ TeM B YC/IOBUAX CTAHOB/IEHN A VHKITIO3MIBHOTO
mpoiiecca B 00pa3oBaHMM OPraHU3ALMOHHBIE I METO-
IDUYecKye acIeKThl ICUXOIOro-Iefarornieckoi, Meu-
LIMHCKOM M COL[MaJIbHOJ ITOMOII ceMbe ¢ meTbMu ¢ OB3
Yl MHBAJIUJJHOCTBIO TPeOYIOT IepeOCMBICTICHUS U [Ja/lb-
HeJIIIero n3y4eHns [6].

B panHeM U [OIIKO/IBHOM BO3pacTe OGHOI U3 3a[a4
KOPPeKI[MOHHO-pa3BuBarolieil paborsl ¢ gerbMu ¢ OB3
ABJISIETCA TIOC/IEI0BAaTe/IbHOE OCBOEHNE VMU HoTIee coBep-
HIeHHBIX (OPM TIO3HABATEIbHOI IesTe/TbHOCTI, OB/Iafle-
HJ€ CaMOCTOSTETbHOCTBIO Y COLJMATIbHBIM ITOBE[JeHIEM,
[IOCTeTIeHHOE pacIlipeHye COLMaIbHOrO OIbITa 1 00e-
CliedeHe pasHoo0passi COLMAaNIbHOTO B3aNMOIEICTBIUS
C OKPY>KAaIOLIVMIU TIOAbMU [7].

PoxpeHne pebeHKa C 0COOEHHOCTSIMIU Pa3BUTMSL Kapy-
HaJIbHO MeHsAeT IPVUBBIYHBIN YK/IaJ] CeMbl, IepecTpanBa-
eT CICTeMY OTHOIIEHMIT I OKa3bIBaeT HEIIOCPEICTBEHHO.
BAMsIHYE Ha IICUXOJIOTMYECKOe COCTOSIHME PONUTENEN.

11
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B 60npmIMHCTBE ClTy4aeB OHU CTa/IKMBAIOTCA C TPYAHO-
CTAMM B NIPUHATUYU CUTYaLMU POXJEHUsI OONBHOTO pe-
OeHKa, UCTIBITBIBAIOT BBICOKNII YPOBEHDb CTPecca ¥ 4acTo
HEJJOOL[EHMBAIOT CBOY BO3MOXXHOCTM B PONIM PONUTENIS.
JI/11 MHOTMX M3 HUX Jake YCTaHOBJIEHE SMOL[MIOHA/IBHO-
rO KOHTAKTa U 37IeMeHTapHbIe CIIOCOOBI OOILEHNM s C MaJIbI-
IIOM CTaHOBSITCS IIPOO/IEMATUIHBIMMY, TAK KaK POJUTENN
He BUMAT 0XKMIaeMOro OTK/INMKA CO CTOPOHBI pebeHKa.
CeMelTHOe BOCIIMTaHE — 9TO CPefia, B KOTOPOIl y pebeHKa
3aKJIa/IbIBAeTCs OTHOLIEHVE K OKpY>KaoleMy Mupy, pop-
MUPYIOTCS 3HaYMMble COLMa/IbHbIE HABBIKI, OOIeCTBEH-
HOe ITOBeJIeHNIe, CAMOCTOSTEe/IbHOCTb, KOMMYHMKATHBHbIE
CII0coObI B3aMMOJeIICTBYS C /TIoAbMU [8]. AKTMBHOE y4a-
CTMe popuTenell TpaHCPOpMUpPYyeT peabuInTalIOHHBII
HpoIlecC 13 MaCCMBHOTO HAOMOEHNSI B aKTUBHOE CO-
BMECTHOE TBOPUYECTBO, Befylliee K 3HAUNTEIbHBIM YIyd-
IIEHVSIM B )XKU3HU pebenka [9].

Ha sToMm sTame 3afayy crienyanncra, K KOTOpoMy o6-

paTuiach CeMbs:

* BBICTPOUTD IOBEPUTENTbHbIE OTHOIIEHNS C KaXKIBIM
U3 ee YIEHOB, IIPMHUMAIOMNX y4acT/e B BOCIINTA-
HUY peOeHKa;

o CHU3KUTb IMOLMOHAIbHOE HAIPSIKEHUE;

* OKa3aTb IOAAEPXKKY;

e JIaThb MaKCMMAJIbHO IIOJIHYI0 MH(OPMAIMIO O BUAAX
KOPPEeKLIMIOHHO-IIeJarOTMYeCKO IIOMOIIY, COBpe-
MEHHBIX Pe3y/IbTaTUBHBIX IEeJAarOTMYeCKNX MeTO-
lax ¥ ImpueMax oO0ydeHus, TeXHUYeCKUX CPefCcTBaX
U IUFAKTUYecKuX mocobmsax [10].

be3ycnoBHO, Ha Ka>k/IOM 13 BO3PACTHBIX 3TAIIOB pa3-

BuTus peberka ¢ OB3 u/mny MHBaIMIHOCTHIO POSUTENN
HY’X/JJAI0TCs B TPO(eCCHOHATbHOI IICUXOTOIMYeCKOI 110-
Moy 1 mopgepxke. OTCYTCTBME TAKOTO COIPOBOXKAEHN S
HOPUBOJUT KaK K TMYHOCTHBIM edOpMAL[UsIM POLUTETETL,
TaK U K ICMXO/IOTMYeCKOIT TpaBMaTn3annn pebeHka, gpop-
MUPOBAHIIO Y HETO HETaTVBHBIX YepT TMYHOCTH [3].

ITenpio Hallero MCCIefOBaHUs SIBUIOCH BBIsSIBIEHME

MOTVBAIIMIOHHBIX YCTAHOBOK I OLleHKAa BO3MOXXHOCTH
UX Koppekuuu y poguresneit geteit ¢ OB3 u/unu nnsa-
NMIHOCTBIO Ha TOTOBHOCTD 00eCIiedeH sl peabInTaum
B IOMAIIHUX YCTOBMAX Ji/Is IOCTIeAYIOLeil paspaboTKu
U peanusanuy npoUIbHBIMY CHELVaTNCTaMy Helpe-
PBIBHOII IIepCOHNUILMPOBAHHON peabunINTalOHHOM
IPOrPaMMBI.

Marepuansl 1 MeTOIBI
[Ton MOTMBAaIVIOHHBIMU YCTAHOBKAMM MbI IIOHMMAaeM
DIyOMHHBIE YOEXIeHNs, LIeHHOCT U BHYTpPeHHMe MO0Y-
JKIEHWS, KOTOPbIe OIpefesioT OTHOIIEHUE pPOIUTENeit
K JAMarHo3y pebOeHKa, a TaK)Ke POJUTEIbCKIE OXUAAHIA,
TOTOBHOCTb IPMHMMATb [IOMOIIIb, CTPATErNy BOCIUTAHNS,
BIMSIIONIVE Ha aJalITAllMI0 U MHTerpayio cembn [1, 11].
MeTop MOTUBAI[MOHHOTO HTEPBbIO, Pa3pabOTaHHBII
Y. P. Munnepom u C. PonmaukoMm B Havane 90-x rr. XX B.,
SIBJISIETCS OHYUM U3 IOKa3aTeIbHbIX METOLOB TepaInn
3aBucuMocTeil. CerogHs OH HAXORUT IIPUMEHeHMe B pas-
JIMYHBIX 00/1aCTAX, B TOM 4KC/Ie B chepe obpa3oBaHmS,

IICUXOJIOTMM ¥ MeJUIVHBL. MeTO MOTUBAI[IOHHOTO VH-
TepPBBIO MHOTA HA3bIBAIOT MOTVBALMIOHHBIM KOHCYJIb-
tupoBaHueM [12]. OgHako peyub UAET MMEHHO 00 VH-
TepPBBIOMPOBAHNI PECIIOH[EHTA, TO €CTb OOHAPY KEeHUIL,

IPOSIBJICHUN U CO3[JaHUM YCTIOBUIT A1 GOpMUPOBAHMS

ero COOCTBEHHBIX IjeJell, CMBIC/IOB ¥ BO3MOXXHOCTEII

II1s1 USMEHEHUIA.

KoHnenTyanpHas naes MOTUBAIOHHOTO MHTEPBHIO
3aKJII0YaeTCs B OTKas3e OT MOIMBITOK IepeyOeauTh Yemo-
BeKa U B COMIEIICTBUY B HAXOXAEHNY COOCTBEHHBIX ap-
TYMEHTOB Ji/Ifl lepeMeH. DTO MIMeeT OTPOMHOe 3HaYeHue
n1st GOpMUPOBAHYSA IIPOYHON MOTUBAIVIOHHOI 6a3bl
JULS1 pellleHN s KOHKPETHBIX ITPo6/1eM, 0COOEHHO TeX, KOTO-
pble TPeOYIOT YCTOIIMBOI V1 IIPOIOHT M POBAHHOI MOTHBA-
. Kmro4eBpIM NOHATNEM METOAVIKM MOT/BAL[VIOHHOTO
VHTEPBBIO AB/IAETCA MOHATHE «MI3MEHEeHe IIOBefIeHNA»,
KOTOpO€ CTAaHOBUTCS IIe/IbI0 VI/IM ITO3UTUBHBIM OXIJae-
MBIM pe3y/IbTaTOM €ro IpuMeHeHns [12, 13].

MoTuBannoHHOE MHTEPBBIO IIPEAIIOIAaTraeT B3ayMO-
melICTBME Ha OCHOBE [IMajiora, KOTOpoe gaeT BO3MOX-
HOCTb Ye/I0BEKY CAMOCTOATE/IbHO OCO3HATh HEOOXO-
BVIMOCTD M3MeHEeHUIl ¥ cGOPMUPOBATh BHYTPEHHIOIO
MOTVBALNIO K fleficTBM0. CHennaanucT 3ajjaeT BOIpPo-
CBI, TIOMOTAIOI /e PECIIOHIEHTY IIOHATh CBOM XM3HEH-
HbIe I[e/IN, IEeHHOCTY U MOTEeHUMa/IbHbIe IPeNATCTBUA
Ha ITYTHU K UX TOCTIDKEHMI0. B MOTMBAaI[MOHHOM MHTep-
BBIO CIIEI[MA/IVICT OPMEHTUPYeT K/IMEeHTa Ha OCO3HaHUe
HOIO>KUTETbHBIX YCTAHOBOK C IMOCTIEAYIONINM IVTAHUPO-
BaHMEM U3MEHEHUI.

OCHOBHBIMI KOMIIOHEHTaMJ MOT/BALIVIOHHOTO NHTEP-
BBIO ABJIAIOTCA:

1. 3HaHMe O MOTVBAI[MIOHHOM MHTEPBBIO;

2. BoBjIeYeHMe (CO3MaHMe JOBEPUTEIbHON aTMOCdephl
I COTPYQHMYECTBA M OCO3HAHNUA Ba)XKHOCTU M3Me-
HEHUIN);

3. poxycupoBaHMe (COCpeOTOUYEHME HA IIOTIOKUTENb-
HOM OIIbITe, Ha KOHKPETHOI 00/TacTV M3MEeHeHMI);

4. no6yxpeHne (IIOMOIIb B IHONCKEe peLIeHWiT, B yKpe-
IUIEHNY BHYTPeHHel MOTUBALMY POLIUTENIA);

5. wraHupoBaHKe (pa3paboTKa KOHKPETHOTO IIaHa U3-
MEeHEHUIN);

6. mHTerpauus (peryasipHoe OTCIeXVBaHME OOPaTHOI
cBa3m) [12, 14, 15].

[Tpn nmpoBefeHNN MOTHBAI[MIOHHOTO NHTEPBBIO C PO-
BUTENsIMU, BOCIUTHIBaIuMu pebenka ¢ OB3 u/mnn
MHBA/INIHOCTBIO, MBI PYKOBOZICTBYeMCS C/Ie[yIOU MM
HIPYHIVIIAMIAL.

1. Conporusinenye «pedueKcy UCIIpaBIeHN A, YTO Ipe-
IO/IaraeT OTKa3 CHELMATNICTa OT TOTOBBIX PeLIeHNI
/1A popuTens pebeHKa, Jaske eC/Iy CIeLMalTnuCT BUUT
CYTb IIpOO/IEMBL.

2. [lonuMaHue MOTUBOB POLUTENs pebeHKa, YTO 3aTPY/-
HUTE/IbHO 0e3 HallpaB/IeHHOCTM CIIeLMaINCTa Ha IO-
HUMaHue NepeXXNBaHuIi, IEHHOCTEN U YCTAHOBOK PO-
ANTeNIs1/3aKOHHOTO IIPEICTaBUTEN S pebeHKa.

3. AKTUBHOe C/IyIIaHNe, HAllpaBJIeHHOE Ha IOHMMaHue
9MOLMII M YyBCTB POUTENsI peOeHKa, M I03BOIIolIee
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AHKETA 1. «<O6paTHas cBA3b OT 3aKOHHBIX NPeICTaBUTENIEN IeTell
¢ OB3 u/unu mHBaINTHOCTHIO»

1. [Inanupyere nu BBl BHINONHATD PEKOMEHIAINN
CIIEeIINATCTOB?

a) Ia, IITAHUPYIo;

6) ma, IIaHKUPYIO, HO IO Mepe BO3MOXKHOCTEIT;

B) HET, He I/IAHUPYIO.

2. [ToHATHBI T BaM PeKOMEH/JAINy CIeLManiCTOB?

a) /1, IOJTHOCThIO MTOHSITHBI;

6) ma, MOHATHBI B OOLINX YepTax;

B) HET, HE IIOHATHBI.

3. CunTaere 1y Bbl peKOMEH/AIINY CIIEIIVa/IVICTOB JI0-
CTYIIHBIMU JI/1s1 Bac?

a) [, OTHOCTBIO TOCTYITHBI;

6) ZOCTYIIHBI YaCTUIHO;

B) IPEVIMYIIeCTBEHHO He JOCTYIIHBI.

4. BynyT Iy BOUCBIBAaTbCs TpeJiIOKeHHbIe PeKOMEH-
JaLMM CTIEIaICTOB B PeXXUM pebeHKa?

a) f1a;

6) 6yyT BIMCBIBATbCS YaCTUYHO;

B) HET.

5. By#myT 1u cOOTBETCTBOBATD >KVM/IMIHBIM YC/IOBUSM
pebeHKa IpefyIo)KeHHbIe peKOMEHJal My CIIel|a -
CTOB?

a) 1a, 6y yT IIOJTHOCTHIO COOTBETCTBOBATD;

6) 6yZyT COOTBETCTBOBATb YaCTUIHO;

B) HET, He OYIYT COOTBETCTBOBATb.

6. BymyT 1 COOTBETCTBOBATD BallleMy BHYTPEHHEMY
pecypcy ImpefIoXKeHHble PeKOMEH Al CIIEIVIaTIICTOB?

Ne n/m Bup, 3aHaTuit
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a) fia, 6YIyT MOTHOCTBIO COOTBETCTBOBATD;

6) 6yayT COOTBETCTBOBATDH YaCTUIHO;

B) HET, He OYAYT COOTBETCTBOBATD.

7. EcTb 111 y Bac BO3MO>KHOCTD J€/IErMPOBATh BBIOJ-
HeHle peKOMEeHaLNil CIIeI[aIICTOB:

a) 6IM3KUM;

0) IpUIIAIIeHHBIM CIeLaNTNCTaM;

B) BBIIIOJIHATD BMECTe C IIOMOILIHMKAMY VIV YIeHaMM
CeMbli;

T) HeT, TAaKOJ BO3MOXXHOCTH HeT;

n) jpyroe

8. B mpocToit popme onuuinTe Kakue perynasipHble
IeVICTBUA U PeKOMEHMALVY, IONy4YeHHbIe OT CIIeI-
a/NMMCTOB MEVIIIMHCKOI peabuInTanuy, KOTOpble BbI
IUIaHMpYeTe BBIIONTHATD:

a) B IIePBYIO OYepe/ib:

0) B OmyKaiiiiee BpemMst:

B) BBIIIOJTHATD He IVTAHUPYIO: ___

9. B 06mux yeprax onummnTe, KaKye BU/bI YIPaK-
HEHMIT I KOPPEKIVIOHHBIX MEPONIPUATUIL yKe BBIIIOI-
HAIOTCA?

10. Kakue BU/bI yIIpaKHEHWIT U KOPPEKIIMOHHBIX 3a-
HSITUIT BBl IUTAHUPYETeE BBIIIONIHATD C YYETOM peXMMa
nHs pebenka? Bam mpenmaraeTcst COCTaBUTH IIAH 3a-
HATNIT (3aIIOMTHNTE TaONMUIy HVDKeE):

B kakoe BpeMA oHA U C KaKoW aKTMBHOCTbH) COYETAOTCA BbINOHAEMbIE pEKOMEHﬂ,aLI,VIM?

AHKETA 2. <xMoTHBanjyIoOHHOE IHTEPBbIO 3aKOHHBIX NPeCTaBUTENel ieTel
¢ OB3 u/unm mHBaINMTHOCTHIO»

1. Pacckaxnte o BauieM peOeHKe 1 0COOEHHOCTSIX ero
IeATeTbHOCTI.

2. PacckaxnTe 0 TOM, 4TO y>Ke CHe/NTaHO, KaKOil IyThb
BaMU y>Ke IIPOJIEH.

3. PacckakuTe o pesy/nbraTax BallluX TPYHOB.

4. Kax BBI 9TO CHIe/IajIy, pacCKa>KuTe MogpobHee.

OTBeTHl Ha BOIPOCH! 1-4 MOMOTAlOT 3aKOHHBIM
IpeACTaBUTEAM JleTell 0CO3HATDh CBOIO 3HAYMMOCTD
U y4acTHe B peabM/INTalMOHHOI IporpaMMe pebeH-
Ka.

5. Kak1e MeHHO 3aTpy/HeHNs BBl HabM0aeTe y pe-
OeHKa B ero aesaTenbHOCTI? COMOCTaBbTE UX C PEKVMMOM
IHA peOeHKa.

Ne n/n Bup 3anaTumn

1-10

6. Kakue MMeHHO 3aTpyJHEHMN I, CBSI3aHHbIE C TIOBCE]I-
HEBHOJ1 aKTYBHOCTBIO I 0COOEHHOCTSIMM ANATHO34, CTh
y Bac B IIpoljecce B3aMMOfeicTBusA ¢ pebeHkoM? Coro-
CTaBbTe UX C PEXXMMOM JH:A pebeHKa.

7. Kakas eATenbHOCTb pebeHKa TpebyeT Balllero Mak-
CMMAJIbHOTO Y4aCTHA [J/IS €€ Peann3aiumn?

8. Kakas moBceiHeBHa s aKTMBHOCTD peOeHKa cTpaja-
eT Hambosiee BEIPa)KeHHO U TpedyeT KoppeKunm?

9. YTO BBI TOTOBBI IIPEAIPUHATD [/Is1 OCYLIeCTBICHUA
3TUX KOPPEKTUPYIOMNX MEPOIIPUATIIH?

10. CocraBbTe, OXKanyJicra, IaH yIpa>KHEHUI, BbI-
MONTHAEMBIX B JOMAIIHNX YCIOBUAX, C YIeTOM OXKIJIa-
€MbIX BaMU IOJIOXKUTETbHBIX Pe3y/IbTaTOB (3aIO/THUTE
TaOINILY HIDKE):

B kakoe BpeMA oHA U C KaKOM aKTMBHOCTbIO COYETAIOTCA BbIMOJHAEMbIE p(EKOM!':'.‘HJZI,EILI,VII/I'.7
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CIIeLMaNNCTy CO3[aTh arMocepy 06e30macHOCTU

U KOBepus.
4.Co3paHne CHenManucTOM yC/IOBUIL AN oOHapysxe-

HIUS pofuTeneM COOCTBEHHBIX BHYTPEHHUX pecyp-

COB [I/IsI B3aMMOJENCTBMSA C PeOEeHKOM M [/Isl Mpu-

HSTHS OTBETCTBEHHOCTU 32 COOCTBEHHbBIE PelleHN s

(12, 15].

VccnepoBaHue IpOBOAUIOCH B [IBYX IICMXOHEBPOIOT -
YecKMX oTAeneHnAX LleHTpa meTcKoil ICMXOHEeBPOIOT U
HVIKW percTBa. Beero B mccnefoBanny NpMHAIO y4a-
cTue 62 yenoBeka (pogurenu gereit ¢ OB3 mn/unu uxBa-
JAUTHOCTHIO).

IIpoBemeHHOE SMIMPIYECKOE NCCTIENOBAHNE BK/TIOYAJIO
IBa 9Tara.

Ha nepBom 3Tamne B McCIefOBaHNM NPUHSNIN y4acTHe
62 ponurtens geteit ¢ OB3 u/vnmy MHBATMAHOCTHIO.

Bo BTOpOII 3Tam nccnegoBanus 6110 BKIIOYEHO 12 po-
outenen pereit ¢ OB3 u/mnau MHBaIMIHOCTDIO.

OCHOBHBIMU METOJJaMM IIEPBOTO 3TAaIlA NCCIEJOBAHNA
cranu HabmoeHme 1 auketupoBaHne. Huxe mpezncrasie-
Ha CIlelMaIbHO pa3paboTaHHasl [i/isl HIPOBefeHNUs IIEPBOTO
aTama nccnenoBanns ankera «O6paTHast CBSI3b OT 3aKOH-
HBIX IpeacTaBuTeneit gereit ¢ OB3 n/vnn nHBanupmHO-
CTBIO», cOCTOsAIMaA 13 10 BOIPOCOB.

OCHOBHBIMU METOJJaMJI BTOPOTO 3Talla MCCIeJOBAHMA
CTany aHKeTMpPOBaHMe U VICIIO/Ib30BAaHME TEXHOIOTUN
MOTMBAI[MIOHHOTO MHTEpBbI0. Hi>ke mpezcTaBieHa crieny-
aJIbHO pa3paboTaHHAas [Is1 HPOBEIEHNSI BTOPOTO JTaIma
UCCIeloBaHMA aHKeTa « MOTHBAIMIOHHOE IHTEPBBIO PO-
nuteneit gereit ¢ OB3 n/uan MHBaIMIHOCTBIO», COCTOSI-
mas u3 10 Bonpocos.

OrtBeTbl Ha BONPOCH 5-10 TO3BOJIAIOT CMECTUTD aK-
[[eHT BHMMAaHN 3aKOHHOTO IIPeCTaBUTeN S C OTpaHude-
HUIJI, CBSI3aHHBIX C 3a00/1eBaHMeM peOeHKa, Ha IPOLyK-
TUBHYIO AeATeIbHOCTD M IOCTVDKEHVIE IIOJIOKUTE/IbHOTO
pesynbraTa.

PesynbratThl, OTy4YeHHbIE B XO/¢ HAOMIOfEHNA 1 aH-
KeTVPOBaHMsI, OBUIN IIOfIBEPTHYTHI KOTMYECTBEHHOMY
U Ka4eCTBEHHOMY aHAJIN3y.

PesynbraThl MCClIefOBaHN S

B xone mpoBemeHHOTrO MCCIefOBaHMsI ObIIO BBISBIIEHO,
4TO 60JTee OMOBMHBI popuTeneit gereit ¢ OB3 m/miu nH-
BAJINJHOCTDIO IJIAHUPYIOT BBINONHATH PEeKOMEHALIVN
CIIELA/NCTOB B OMHOM oObeMe (58 % pecrioHIeHTOB),
42% PpecHnOH/IEHTOB IIAHUPYIOT BBIINONHATD PEKOMEH-
Jauyy IO Mepe CBOMX BO3MOXKHOCTEN (COIIaCHO BO-
npocy 1 aHkeTs! 1). PekoMeHganum crenuantncToB 6bin
MOHATHBI MONMTHOCTBIO 62% pPECIIOHAEHTOB, IOHATHBI
B 00mux yeprax — 28 % pecnoHieHTOB, 10% pecroH-
[IeHTOB He IOHMMAJIV MOTy4YeHHbIe peKoMeHaannn (co-
IJIaCHO BOIpoCy 2 aHKeTsI 1). IIpu ouenke foctynmuoctn
peKoMeHpanMit crenuaauctoB 48 % poputeneit ObIIU
MOJTHOCTBIO €J1 y[JOBIE€TBOPEHBI, YaCTUYHYIO [OCTYII-
HOCTb oTMeTu/mn 50 % pecrioHfieHTOB, U 2% poguTenen
OLIEHNM/IV PeKOMEHJAIVNV KaK HeJZOCTyIHble (COrTacHO
BOIIPOCY 3 aHKeTHI 1).

IIpu oLleHKe COOTBETCTBMSA COBOKYITHOCTY PEKOMEH-
HALUII CIELMATNCTOB PeXXMMY pebeHKa ObIJI0 OTMEeYeHO,
4TO 25 % PecoHeHTOB OTMETU/IU IIOTHOE COOTBETCTBIE
(cormacHo Bompocy 4 ankerst 1). [Tpn aTom 40 % pecnoH-
IEeHTOB OTMETWJ/IM YaCTUIHOE COOTBETCTBUE, a 35% —
IIOJIHO€ HECOOTBETCTBYE PEKUMY.

IIpu onieHKe COOTBETCTBUSA PEKOMEH AN CIIelaau-
CTOB >XVJINIIHBIM YCIOBMAM pebeHka 30 % OnpoIIeHHbIX
OTMETW/IN MIX IIOJTHOE COOTBETCTBUE, 45 % — JacTu4HOE
COOTBETCTBME U 25 % popuTenelt yKasaay Ha IIOTHOE He-
cooTBeTCTBME (COIIACHO BOIIPOCY 5 aHKETbI 1).

IIpu oneHKe COOTBETCTBUA PEKOMEHIALMII CIEL -
a/IMCTOB CUCTEME BHYTPEHHUX U BHEIIHUX YCIOBMIL,
CIIOCOOCTBYIOIMX YCTOMYMBOCTY TMYHOCTY POJUTEA
B CTPECCOBBIX CUTYALMAX, 00eCIeYNBAIOLINX KaYeCTBEH-
HOe BOCITTaHNe, ObIJIO BBISIBJIEHO ITOJTHOE COOTBETCTBIE
B 15 % cny4aeB, 9acTM4HOE COOTBEeTCTBME — B 20 % 1 TOTI-
HO€ HeCOOTBETCTBIE PEKOMEHJALI POSUTEIbCKUM pe-
cypcaM — B 65 % ciry4daeB (COI/IaCHO BOIIPOCY 6 aHKETHI 1).

IIpu oneHKe BEpPOATHOCTU [eerMpPOBaHUA BBIIOJI-
HEeHUsI peKOMeHAanuit 610 BbIsABIEeHO, 4TO 20 % pe-
CIIOHZEHTOB IENETVPYIOT BbIIIOTTHEHVE PEKOMEH AU
HpUITIALIEHHBIM CHeLaINCTaM, 35 % — JIIofsAM U3 67113-
KOTO OKPY>KeHUs, Yy 45 % ONpOLIEHHBIX BO3MOXXHOCTD
Ie/erpoBaHUs OTCYTCTBYeT (coryacHo Bompocam 7-10
aHKeTHI 1).

B xXofie NpoBeJeHHOTO MOTUBAIIOHHOTO UHTEPBbIO
OBV TTOTTY 9eHbI IIPOMEKYTOUHBIE Pe3y/IbTAThI (COITTACHO
OTBETaM Ha BOIIPOCHI aHKETBI 2).

1. 92 % y4acCTHMKOB IMPOJOMXUIN KOPPEKIMOHHO-
pasBuBanILyio paboTy ¢ gerbmu ¢ OB3 n/unm nHBaMMA-
HOCTBIO B YCTIOBUAX JJOMAIIHeN peabuInTanum u mpo-
OEMOHCTPUPOBAIN MONOXKUTENbHYI0 HAIIPABIEHHOCTD
Ha 3MEHEeHUsL.

2. In1s1 KaXK ol ceMbM IIOCTIE IIPOBENEHN A MOTUBALIVOH-
HOTO MHTEPBbIO OBII COCTAB/IEH IUIAH M3MEHEHNII B LIe/ISIX
¢dbopMupoOBaHNA IPOYHON MOTUBALMIOHHOM 0a3bl C yde-
TOM MOTMBAIJIOHHBIX YCTAHOBOK POJVTEIEN.

3. BonbIIMHCTBO popuTenell NPpOREeMOHCTPUPOBAIN
TOTOBHOCTD BBIIIOJIHATD PEKOMEHIALMY CIIeMaTUCTOB,
a TaK>Ke OTMETV/IV IIOHMIMAHMe CyTY PEKOMEHTALUI 1 UX
IIPMMEHMMOCTD B KOHKPETHBIX YCTIOBMAX JJOMAIIHEN pe-
abunuTanun.

3akmiouyeHmne

TakuMm 06pasoM, MOTy4YeHHBIE Pe3y/IbTAThl SMIIMpIYe-
CKOTO MCCIe[JOBAHMA IO3BOMAKT CHENaThb CIefyIolye
IpefBapUTeIbHbIC BHIBOBL.

1. Pogurennu gereit ¢ OB3 n/unmm mHBanngHOCTHIO MMe-
I0T C7Tabble MOTMBAIIOHHBIE YCTAHOBKM Ha PaboTy C IeTh-
MU U HYXKJAITCA B CO3JaHUMN CIIeIMAIbHBIX YCIOBUII
mst popMupOBaHMS MIPOYHON MOTUBAL[MOHHO 6a3bl
B IIpOIlecce KOPPEKIY U peabInTaIiim.

2. Vicrionb3oBaHme TEXHOTOTUM MOTUBALIMIOHHOTO MH-
TEPBbIO ITO3BOJISAET CO3ATDh YCIOBUS (POPMUPOBAHUA
y pOAMTeNell MOMOXNTETbHBIX MOTYBAIIOHHBIX YCTa-
HOBOK, IT03BOJIAIOIINX HAXOAUTb BHYTPEHHNUE PeCcypChl,



CHYDKATb CTPecC 1 BhICTpanBaTh 3¢ (eKTUBHbBIE CTpaTe-
TUU KOPPEKIMOHHO-Pa3BUBAIOIIEN U PeabuIMTAIIIOHHO
paboThL.

3. Ilony4yeHHbIe IPOMEXYTOYHBIE PE3Y/IbTAThI CTABSAT
BOIIPOC KaK [Ja/IbHEIIIero M3y4YeHNsI MOTUBAL[MOHHBIX
YCTAHOBOK POAUTeNell Ha paboTy ¢ JeTbMU B YCIOBUSX
[OMaIIHell peabuInTanuy, Tak U MOMUCKa COBPEMEH-
HBIX 9 PEeKTUBHBIX CpeficCTB GOPMUPOBAHMS MOTOXKU-
TEIbHOM MOTUBALMN Y POAUTENEN Ha KOPPEKIIMOHHO-
Pa3sBUBAIOLIYIO U peabM/INTALIIOHHYI0 paboTy C IeTbMIL.

4. TTomy4eHHbIe HAMU PE3Y/IbTAThl MOXHO UCIIOTIb30-
BaTb /151 9P PeKTUBHOI OPraHM3ALUY TICUXOIOTYeCKOI
HOMOIIM ¥ peabuInTanroHHo paboTsl ¢ getbmu ¢ OB3
/Y MTHBAIMIHOCTBIO.

5. B xauecTBe JanbHENIINX HAIIpaBIECHUI UCCIENO0-
BaHNUs IO [JAHHOI TeMe MOXXHO pacCMaTpMUBATh pac-
mpeHne AuanasoHa BbIOOPKY, IPOTOHTMPOBAHHOE
HaO/II0leHNe, a TAK)Ke BbIsIBJIEHNME CIIenpuIecKux 1 He-
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Knuunko-snumeMnonorndeckasi XapakTepuCTHKa
Bcrbiky rpumnma A (H3N2) B oprannsoBaHnHOM

IETCKOM KOJIJIEKTUBE

A.Y.Caburos!, 0. b. Xamanosa', A. O. Opunnnukosa®, T. B. Kanyruna', A. A. Macnennnkosa', C. A. Ycriorosa',
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Poccusn)

Pestome

AxTyanbHocTb. BenbIlWKK rpunna B opraHM3oBaHHbIX JETCKUX
KOJMEKTUBAX 3aKPbLITOr0 TUNA MPeACTaBAAIT 3HAUUTENbHYIO
3NMAEMMONIOTMYECKYI0 NpobneMy BCNELCTBME BbICOKOW KOHTa-
TMO3HOCTW BO3OYAMTENS U TECHBIX YCNOBUIA npoxumBanus. Oco-
Bblii MHTEpeC BbI3bIBAKT ClyYau 3aboneBaHus cpeay BaKLMHM-
POBaHHbIX JeTel, NO3BONSAILME OLEHUTL MoaudUUMpyloLLee
BAMSAHUE BaKLMHALMMW HA TeYEHUe MHDEKLMM.

Lenb uccnepoBaHus. M3yuntb KIMHUKO-3NMAEMUONOTUYE-
CKMe W nabopaTopHble XapaKTepUCTUKM BCMbIWKYU rpunna A
(H3N2) B € TCKOM yupeX AeHUM 3aKpbITOro TMNa.

Matepuansl u MeTogbl. [lof HabnofeHneM Haxoaumnoch 25 fe-
Tel 1 NoApOCTKOB 4—16 NeT, NPOXKMBAIOLLMX B YUPEIKAEHWUN CO-
LMaNbHOW 3alUMThl 3aKPLITOT0 TUMA M rOCMUTANN3UPOBaHHBIX
B cTaumoHap B nepuog ¢ 18.11.2025 r. no 28.11.2025 r. ¢ gmar-
Ho30oM «[punn». JlabopaTopHasa gmarHoctuka Bkatodana [UP
Ha BUPYCbI TPUNNA, KJMHWYECKUA aHanM3 KpoBM, onpepene-
Hue C-peakTuBHOro 6enka. [poBefeH CpaBHUTENbBHLIN aHanu3
KJIMHWUKO-N1abopaTopHbIX MOKasaTened B rpynnax NpuUBMTBIX
(n=18) n HenpuBUTLIX (N = 7) NaLMeHTOB.

PesynbraTel. BenbllKa MMena KiaccUYecKyw 3nuaemuye-
CKYI0 KPMBYI TOYEYHOr0 UCTOYHMKA C NUKOM 3aboneBaeMo-

ctn 22.11.2025 r. (17 cnyyaes 3a cyTku). Y 100% ctauuoHap-
HbIX NauueHToB (n = 19) metonom NUP noateepxaeH rpunn A
(H3N2). TMpeobnapanu cpepHeTsxensie ¢dopmbl (100 %).
CpeaHss AnUTeNbHOCTb rocnMTanu3auum coctaBsuna 6,1 gHs.
Y HenpuBWTbIX AeTell yalle PerucTpupoBannCh racTPOMH-
TecTUHanbHble nposBieHus (bonb B kuBoTe — 57 npoTuB
0% y npuBMTBIX Ha AorocnuTasbHOM 3Tane), bonee Bbico-
Kuit ypoBeHb C-peakTuBHoro benka (35,2 npotus 24,5 Mr/n)
u bonee MepseHHas ero auHamuka. Bce 7 HenpuBuTbIX na-
uunenToB (100 %) ObM rocnUTanu3npoBaHsbl, TOraa Kak cpesm
NPUBKTLIX rocnuTanusauus notpebosanack B 67% cnyva-
eB (12 u3 18). BceM cTauMoHapHbIM NaLMeHTaM HasHayancs
0CeSIbTaMUBMP KYPCOM 5—6 LHEN.

3aknouenne. Benbiwka rpunna A (H3N2) B 3aKpbiToM AeT-
CKOM KOJIIEKTMBE NPOJEMOHCTPUPOBANa BbICOKYI0 KOHTaruos-
HOCTb BO3bYAUTENS W OTYET/IMBOE MOAN(ULMPYIOLLEE BUAHMUE
BaKLMHALMM Ha TSKECTb TeueHus 3aboneBaHus. BakuuHaums
He obecreunna CTEPUAM3YIOLLYH 3aLUMUTY, OLHAKO 3HAUYUMO
CHU3MNA YacToTy rOCMMTaNM3aLmMi U BbIPaXEHHOCTb KIIMHUKO-
nabopaTopHbIX NPOSABNEHMIA.

KnioueBble cnosa: rpunn A (H3N2), aetw, BCNbILKA, OpraHU30BaHHbIA KOIEKTUB, KIIMHUKA

Ins uutuposanus: Cabutos A. Y., XamaHoBa |0. b., OBumHHukoBa A. 0., Kanyruna T. B., MacnenHukoBa A. A., YctioroBa C. A,
LLlapoBa A. A., KpacHoBa E. U., YecHakoBa 0. A. KnMHWKo-3nmaeMmonormyeckas XapaKTepucTuka BCnbIlwKy rpunna A (H3N2)
B OPraHW30BaHHOM [1eTCKOM KonnekTuee. Apxus neduampuu u demckoli xupypauu. 2025;3(4):17-25. doi: 10.66825/2949-4664-
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Abstract

Background. Influenza outbreaks in closed pediatric residential
settings represent a significant epidemiological challenge due
to the high contagiousness of the pathogen and close-contact liv-
ing conditions. Of particular interest are cases of infection among
vaccinated children, which permit the assessment of the modify-
ing effect of vaccination on the course of the disease.

Objective. To investigate the clinical, epidemiological,
and laboratory characteristics of an A (H3N2) influenza outbreak
in a closed-type child care institution.

Methods. A cohort study was conducted involving 25 cases
of acute respiratory infection in children and adolescents aged
4-16 years residing in a closed-type social welfare institution
(Sverdlovsk Oblast, Russia) from November 18 to November 28,

2025. Influenza A (H3N2) was confirmed by PCR in all hospital-
ized patients.

Results. The outbreak exhibited a classic point-source epidemic
curve, peaking on November 22, 2025 (17 cases). All hospitalized
patients (n = 19) tested positive for influenza A(H3N2). Unvac-
cinated children demonstrated higher rates of gastrointestinal
symptoms (abdominal pain 57 vs. 0%), higher CRP levels (35.2
vs. 24.5 mg/L), and 100 % hospitalization rate compared to 67 %
in vaccinated children. Oseltamivir was administered to all hos-
pitalized patients.

Conclusion. Vaccination did not prevent infection, while signifi-
cantly modifying the disease severity, reducing hospitalization
rates and clinical-laboratory manifestations.

Keywords: influenza A (H3N2), children, outbreak, institutional setting, clinical
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AKTyalTpbHOCTD
Ipunm ocraercsi OfHOI M3 Hambojee 3HAYMMBIX VH-
(GeKIMOHHBIX Hpo6/IeM B IefMaTPUYECKON IHpaKTHKe.
E>xerogHo B MIUpe perucTpupyercss OKomo 1 Muiamo-
Ha TOCIMTA/NIM3ALUI JIeTeil MJIaflle 5 JieT BCIeACTBUeE
rpunmnosHoit nHexuun, npu srom B CIIA 8-10% pe-
TeJ EPEHOCAT CUMIITOMATIYECKNI TPUIII Ka>K/IbIii TOf.
B Poccuiickoit @epepanun OPBY u rpunn ctabuibHO
3aHMMAIOT BeAyllye NO3ULUYU B CTPYKTYpe MH(EKI[MOH-
HOJI 3a0071eBaeMOCTH, IIpYYeM MaKCMMa/bHble ITOKa3a-
TEJIM PETUCTPUPYIOTCA CPefy HeTCKOro HaceneHus [1-3].
Oco06y10 annAeMIOIOTNYeCKY 0 IPOOIeMy IpefiCTaB-
JAIOT BCIBIIIKY TPUIINA B OPraHM30BaHHBIX KOJIJIEK-
TUBaX 3aKPBITOrO TUIA — JETCKUX JOMaX, MHTepHATaX,
YUIPEeXKAEHNAX COLMANbHON 3aINUThL. TecHble yCI0BUA
HPO>XMBAHMS, COBMECTHbIE MEPONIPUATUS U 001ue Obl-
TOBBIE IIPOCTPAHCTBA CO3MAIOT O/IATOIPUATHBIE YC/IOBUSA
IJIS1 peany3anyy BO3/YIIHO-KAaIleJIbHOTO IIyTH Iepefa-
Y ¥ CTPEMUTETbHOTO PacCIpOCTPaHEeHNA MH(PEKINN.
JIHKy6alMOHHBII IIepyOy, TPUIINIA COCTAB/IsAeT 1-4 nHs,
PV 9TOM JIETH IEMOHCTPUPYIOT O07Iee IIPOfO/DKUTEIBHO
BUPYCOBBIJie/IeHNe U 60/lee BBICOKYIO BUPYCHYIO HaTPY3KY

II0 CPaBHEHUIO CO B3POC/IBIMIY, YTO OOYC/IOBIMBAET UX
0CO0YI0 POTIb B MOJifiep>KaHMY SIMUAEMUYIECKOT0 IIpoLecca.
XapaKTepHON UNNIOCTpalMell CTPEMUTENBHOCTI pac-
MPOCTPaHEHNs IPUIIIIA B OPTaHM30BaHHBIX KOJIEKTHBAX
sBnsiercs Beubimka A (H3N2) mocre mkonpHOro Mepo-
npuarus B Jloc-Aumxenece (2022), roe n3 184 y9acTHMKOB
3abornennu 56 denosek (32 %), a MeaMaHa MHKYOAIVIOHHOTO
nepuopna cocraBuia 47 yacos [1, 4-6].

KnumHnueckne mposAB/ieHNs TPUIIIA Y AeTell OTanYa-
I0TCA OT TaKOBBIX Y B3pOC/IbIX. [IoMMMO TUIIMYHBIX pe-
CIIMPATOPHBIX CMMIITOMOB (TMXOpafKa, Kalle/lb, PUHO-
pest, Habmogaomuxcs y 85 % maunenTtos), y 40 % pereir
M7azie 4 jeT pasBMBAIOTCA TaCTPOMHTECTUHAJIbHbIE
IPOSIB/IEHNS1 — TOLIHOTA, PBOTA, iuapest, 00/b B )KMBOTE.
TacTponHTeCTUHANBHBIN CUHPOM IIPY IPUIIIIE A MOXKET
OBITb OOYC/IOB/IEH CHCTEMHBIM BOCHA/INTE/IbHBIM OTBe-
TOM C IpOAyKIvel nHTepdeponos I Tuma, mpuBopAIux
K M3MEHEHNIO KMIIEYHON MUKPOOMOTHI U MOBBIIIEHNUIO
IPOHMIIAEMOCTY KMIIEYHOTo 6apbepa. AGOMUHaIbHAS
00/Ib IIPK IPUIIIIE MOXKET UMUTUPOBATH OCTPBI KMBOT,
4TO TpebyeT TiiaTenbHO AuddepeHIInanbHON fA1a-
rHOCTUKY. OCO60ro BHMMAaHUA 3aC/Ty)KMBAeT ITaMM A
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(H3N2), koTopblit accouupyercs ¢ 6oree TSXKeIbIM Te-
JyeHMeM 3a00/IeBaHM s, BKII0YAsl CTyYay TPUIIIACCOLIIN-
POBaHHOII 9HI[edaTIONaTIN C TeTaIbHBIM UcxoioM [7-10].

BakuyHanus siBasieTCs KJIIOYEBBIM MeTONOM Ipodu-
JaKTUKY TPUIIIIA U peKOMEHJOBaHa BCEM IeTsAM CTap-
mre 6 MecsneB. 9PEeKTUBHOCTD BaKIIMHALMM B CHYXKe-
Huu 3aboneBaemoctu coctaBuseT 40-60 %, npu 3TOM
OHA CHIDKaeT pUCK FOCIIMTann3anuy Ha 16-28 % u puck
JIETAJIBHOTO McXoma Ha 51-65% B 3aBUCUMOCTU OT BO3-
PacTHOI IPyNIIbl ¥ Hanu4uus GOHOBBIX 3a60TeBaHUIL
[11-12]. KokpeltHOBCKMIT 0630p paHZOMMU3MPOBAHHBIX
UCCTIeIOBAHMIT TIOATBEPIVII CIIOCOOHOCTD JKMBBIX aTTe-
HYVMPOBAHHBIX I NHAKTUBJMPOBAHHBIX BaKI[MH CHIKATb
3a00/1eBaeMOCTb I'PUIIIOM Y 3[40pOBBIX Aetelt [13]. Tem
He MeHee 9(pPeKTUBHOCTb BaKIMHALMN MOXET CyIIe-
CTBEHHO BapbMPOBaTh B 3aBUCUMOCTH OT COOTBETCTBUS
BaKI[VHHBIX IITAMMOB LM PKY/IMPYIOLIVIM, YTO OOBACHSET
perucTpannio 3aboneBaHus Cpeay MPUBUTHIX JINL.

HecMmoTps Ha 3HaYMTE/TBHBIN MAaCCUB JAHHBIX O IPUIIIE
y [eTell, MCCIelOBAaHM A BCIBIIIEK B YUPEXKAEHMAX CO-
[MaJIbHO 3aLIUTHI 3aKPBITOTO THIIAa HEMHOTOYKCIIEH-
HBI, @ CPaBHUTE/IbHBII aHA/MN3 TeyeHUs 3a00/IeBaHm s
y IPUBKUTHIX U HEIPUBUTHIX [ieTeil B YCIOBUAX OFHOTO
AMUAEMUYECKOT0 OYara IpefcTaBaeH OrPaHUYEHHO. ITO
oIlpefieNnsAeT aKTya/IbHOCTDb HACTOSIIIETO VICC/IeTOBaHNA.

Ilenp nccrenoBaHMa — N3YYNTD KIVMHIKO-3IINEMIO-
JIOrMYecKue 1 1ab0paTOpHble XapaKTePUCTUKN BCIBIIIKN
rpunma A (H3N2) B geTckoM yupesx/jeHIN 3aKPhITOTO
TUIIA.

Marepuansl 1 MeTOIBI
WccnepoBaHne BBINOMHEHO B fM3aliHe NPOCIEKTUBHOTO
KOTOPTHOTO HAOMIOfeHNs, IIPOBEIEHHOTO Cpefy feTell
U TOIPOCTKOB, NPOXMBAKIINX B YYPEXKJEHUN COLU-
aJIbHOI 3aIIMTHI 3aKPBITOro TUIa B CBEpHIOBCKOM 00-
macTu. B aHanm3 BK/IIOYAINCh IAaLMEHTHI, 0OpaTUBIIN-
ecd 3a MEQVIVHCKOJ IIOMOLIbI0 B nepuop ¢ 18.11.2025
1o 28.11.2025 r. B ¢BA3M C CUMIITOMaMy OCTPOM peclu-
PaTOPHOI BUPYCHOI MH(EKIIVN 1/WMIV TaCTPOSHTEPUTA.
Kpurepuamn BKIIOUEHMA ABIANNCH: MPOXKMBAHNE
B YKa3aHHOM Y4YpPeXIEeHUMN, BO3PacT AETCKUI U IOf-
POCTKOBBIIL, HAIM4Me KIMHN4ecKnX npossnreanit OPBV
VI/WIU TaCTPO3HTEPUTA, @ TAaKXKe (PaKT oOpalleHNs 3a Me-
OULIMHCKOJ IIOMONIIBIO B YKa3aHHbI BPEMEHHONM MHTEP-
Basl. Kpurepuit McKI049eHNs cOCTaBUIN JINIIA, He 0Opa-
IIABIIMECS 3a METUIIMHCKON MOMOIIbIO (1 = 3), B CBA3N
C YeM OHM He ObIIV BK/TIOUEHbI B UTOTOBbI aHA/IN3.
VicTouHMKaM¥y JaHHBIX CTY>KV/IY MESVILIMHCKIE KapThl
CTaIlMOHAPHBIX U aMOy/IaTOPHBIX ITALIMEHTOB. B nmpexncTas-
JICHHYI0 BBIOOPKY BOLIIY 25 IALMEHTOB, CPeiU KOTOPBIX
npeobmaganyu nmuia xeHckoro mona: 13 (52,0 %) nporus
12 (48,0 %) my»xunH. CpegHIit BO3pacT 00C/IeOBaHHBIX
cocrasun 10,1 * 4,1 roga, npu 3TOM MeMaHa Bo3pacTa
paBHANach 10 rogaM, a BO3pacTHON AMANIA30H HAXOAJICA
B IIpefieNax OT 4 fo 16 neT. BospacTHasA cTpyKTypa BbI-
60pKM ObI/Ta OTHOCUTE/IBHO PABHOMEPHOIT B IIKOJIBHBIX
U MOPOCTKOBBIX Ipynnax. K rpymnmne gomkonbHNKOB

(4-6 net) 6pIM OTHeCeHBI 5 (20,0 %) MaLMEeHTOB, K IPyIIIe
MJIJIIIVX IIKOTBHUKOB (7-11 met) — 10 (40,0 %), a k rpym-
e nogpoctkoB (12-16 net) — Takxe 10 (40,0 %) mereit,
4TO 00eCIedYnso CONOCTaBUMYIO IIPEACTaBIeHHOCTD
MJIafillel ¥ cTapiiell BO3PacTHBIX NOATPYIIIL.

JIaboparopHas [MarHOCTUKA IPOBOAM/IACH B COOTBET-
CTBUM C HEVCTBYIOIIVMI KIMHNYECKMMI PEKOMEHal M-
Amu u BKmo4dasa: IIIIP Ha BUpychl rpuinmna 1 OCHOBHbIE
pecnmMpaTopHble BUPYCHI, KIMHWYECKNI aHAIN3 KPOBU
C JIeMIKOLMTApHO (opMyIoit, onpenenenne C-peaKTus-
HOTO 0efKa, a IpU HaIUIUM FaCTPOMHTECTUHATBHBIX
cumntomoB — [IIIP kama. JlonomHUTETBHO BBITIOTHSIICS
0aKTepMOIOrNIeCKMIT IIOCEB U3 3eBa. Y BCeX MAI[MEeHTOB
MIPOBOAVIIACH ITy/IbCOKCUMETPUS I7IA OLEHKM CaTypaliuyn
KUC/IOPOJa.

Crarnctuyeckas 06paboTKa TaHHBIX BK/TIOYaIa METOLbI
DEeCKPUIITUBHON CTaTUCTUKU (pacyeT CpegHMUX 3Hade-
HMUIL, CTAHZAPTHOTO OTKJIOHEHM S, JOJIell Y IIPOLIEHTOB).
Jns olleHKM pa3nmnyunii MeXXy IOATPYIIIaMU IPUBUTHIX
VI HEIPUBUTBIX JleTell IPUMEHAJICA CPaBHUTE/IbHBIN aHa-
nu3. [I7151 cpaBHEHM A KOTMYECTBEHHDBIX MTOKa3aTeslell MexX-
Iy IBYM: He3aBYICMMBIMY TPyIIIaMy IPUMEHANN t-KpU-
tepuit CTpofieHTa (IpU HOPMaJIbBHOM pacIpefie/ieHUN)
wn U-xkputepuit ManHa — YUTHU; 11 Ka4UeCTBEHHBIX
npusHakos — kputepwuit x> [Iupcona c monpaskoit Veitt-
ca 60 TOUHBIN KpuTepuit Puiepa mpyu 0XXupaeMbIX
yacToTax MeHee 5. CTaTUCTUYECKME PA3INyMs CINTAIN
3HAUVIMBIMM IIPY yPOBHE IBYCTOPOHHET ommoky p < 0,05.
O6paboTKy JaHHBIX BBIIOMHS/IN C MCIONb30BaHNEM Ta-
6manoro npoueccopa Microsoft Excel 2016 (Microsoft
Corp., CIITA). ViccnenoBaHme IpOBOgUTIOCH C cobmoe-
HMEM 3TUYECKUX HOPM, COOTBETCTBYIOINX IIPYHIUIIAM
XenbCUHKCKON JleK/Iapaluy; MepCcoHaibHble JaHHBIE
YYaCTHUKOB ObLIIN IIPefiBapUTEIbHO [elepCOHATNSUPO-
BaHBbIL.

Pesynbrarsl
ONuAeMIOIOrn4ecKas XapaKTepUCTIKa BCIBIIIKI
VHpexcHbII cmy4dait ObUT 3apeructpuposas 18.11.2025 .,
IIOCJIE Y€TO OTMEYANIOCh TIOCTENEHHOE HapacTaHMe 9yc/Ia
3aboneBimnx. Yoxe 20.11.2025 1. 6bII 3aperncTpupoBaH
1 "HoBBI cyvai, 21.11.2025 1. — 2 ciry4as, 9TO OTpa’kajo
HavalbHy0 a3y pasButusa Bcublku. [Ink 3aboneBae-
MocCTy npuuiencsa Ha 22.11.2025 1., Korga 3a OfHM CyTKU
OBIIO BBISIB/IEHO 17 CTydaeB, YTO COCTaBUIO 68 % Bcex
3aboneBiux. B nocienymoieM HabM0AaI0Ch 3aTyXaHUe
SMMIEeMNYECKOro mponecca: 23.11.2025 r. saperncrpupo-
BaHO 3 cny4as, 24.11.2025 1. — 1 cinyyaii.
SnupeMnyeckas KpuBas COOTBETCTBOBajIa KIACCU-
YECKOMY MATTEPHY BCIBIIIKY C TOYEYHBIM MICTOYHMKOM
nHPUUMpoBaHNA. BepoATHBIM CyleppacnpoCTpaHAIO-
MM COOBITHEM CTAJIO 00II[ee MEPOTIPUSATIE C MACCOBBIM
CKOIUIEHMEM NIPOXXKMUBAKOLINX, cocToAgBmeeca 21.11.2025 r.,
II0CJIe KOTOPOTo depe3 1-2 aHs OblI 3aperucTpupoBaH
MaKCUMyM 3a00/1eBaeMOCTI. ITO MO3BOJIACT IIPE/IIOia-
raTb KpaTKOBPEMEHHOE, HO MHTEHCUBHOE BO3JEIICTBIE
MCTOYHMKA MH(EKINN Ha BOCIIPUVIMYVBLIN KOHTVHT€HT.



Crryyan 3a6ojeBaHMs OBIIN IIPOCTPAHCTBEHHO CTPYII-
NV POBAHBL: BCE 25 MALMEHTOB OTHOCUINCD K 4 >KVUJIbIM
61okaM yupexxgeHus. B 67oke Ne 1 saperncTpupoBaHo
5 (20,0 %) manueHToB, B 610Kkax Ne 2 u Ne 3 — 110 7 (28,0 %)
HALVeHTOB, B 0710ke Ne 4 — 6 (24,0 %) manyeHToB, YTO yKa-
3bIBaeT Ha BBIPAXEHHYIO KIACTEPU3ALNIO U TOKATbHOE
pacrpocTpaHeHne MHPEKNN BHYTPYU OTHETbHBIX IIOJ-
pasneneHmit.

Tocrinranmsanuu notpeboBa 19 marueHToB, CpeHsIs
HIPOJO/KUTEIBHOCTD CTALMOHAPHOTO JIEYeHsI COCTaBMIIA
6,1 us (ot 1 o 8 mHerh), a cpefHMIT eHb 60/IE3HN HAa MO-
MEHT TOCHUTANN3anuy — 1,8 [HA, YTO CBUETEIbCTBYeT
00 OTHOCUTETBHO PaHHeM O0OpallieH NI U TOCTIMTATU3ALINN.

MeTonom monMepasHo-LeIHOI peaKny ObLT UIeHTH-
¢uunmposasn cyoTun A (H3N2) y Bcex ob6¢cnenyembrx. Yera-
HOBJIEHO, 4TO Y IBYX HanyeHTos (10,5 %) ZOmomHNTeIbHO
BBIAIBJIEH a/IeHOBMPYC, YTO YKa3bIBaeT HAa BO3SMOXXHOCTb
cMelIaHHOM MHpekunn. VIMMyHO(DepMeHTHBIT aHA/IN3
KaJIa, IPOBEeHHBbII y YeThIpeX ManyeHToB (21 %) ¢ ractpo-
MHTECTUHA/IbHBIMI ITPOSBIEHVAMI, BO BCEX CTyYasiX flasl
OTPUIIATEIbHBIN Pe3y/IbTaT, KOCBEHHO IO/ TBEPXKAAs BU-
PYCHYIO (TPUIIIO3HYI0) STUOIOTUIO KMIIIEYHOTO CHHAPOMA.

B cTpyKType KIMHMYECKUX AUATHO30B Ipeobnafan
TPUIII C pecnupaTropHbIMu nposasneHnamu (J10.1) — 15
(78,9 %) mauyeHToB, npu 3ToM y 4 (21,1 %) pmeteit 6511
YCTaHOBJIEH AVMATHO3 I'PUIIIA C KMIIEYHBIM CUHAPOMOM
(J09), uTo oTparkano HamM4YMe TaCTPOUHTECTUHAIBHBIX
CUMIITOMOB B paMKaXx TPUIIO3HOI nHbekuu. Vcxon
3a060/IeBaHMs BO BCEX CIy4asAxX ObLI 6/1arONpPUATHBIM:
16 (84,2 %) mauyeHTOB BBIMIMCAHBI C BBI3OPOBIEHUEM,
3 (15,8 %) pebeHka mepeBefieHbl B [pYTHe CTALMOHAPDI
IJLA TIPOJIOJKEHM A JIEYEHMA C ITOC/IEYIOLEN BbIIIMCKOIT;
JIeTATIbHBIX ICXOZIOB HE 3apeTUCTPUPOBAHO.

Amb6ynaropHoe HabmofeHe TOTPe6OBAIOCH 6 MalllieH-
TaM, KOTOpbIe 00palannch B pa3nvHble MEIUIIMHCKIE
opranmsanumu. CpegHsisi IPOJO/DKUTENBHOCTD 60Ie3-
HU Ipy aMOy/IaTOPHOM OOpalleHNy COCTaBuUI 2,2 [HS,
YTO HECKO/IBKO IIPEBBIIIAJIO II0Ka3aTe/Ib Y TOCINTAIN3N-
POBaHHBIX, HO OCTaBaJIOCh B IpefesaX paHHUX CPOKOB
3ab0/meBaHM.

JMarHOCTHMYeCKMII CIIEKTP B aMOY/IaTOPHOM 3BeHe
BKJIIOYaJI IPEVIMYLIIeCTBEHHO JIeTKye (POPMBI pecIpaTop-
HOJ1 ITaTO/IOTUIA: Y 3 ITaLIIEHTOB 6bLI YCTaHOBJIEH [AVIaTHO3
J02.9 (ocTpsiit papurrut), y 2 — J06.9 (ocTpas pecrupa-
TopHasA nHpeknua HeyrouHenHas). [IIIP-guarsocTuka
rpuimma aMOy/IaTOPHBIM NalllieHTaM He IPOBOAWIIACH,
YTO OrPAaHMYMBAET BO3MOXXHOCTD 1a6OPaTOPHOTO MOJ-
TBEPXKIEHNUA STUOJIOTUN B 9TOI I'PYIIIIe, OfHAKO SIINJe-
MMOJIOTMYECKAA CBA3D C 3aPErVCTPUPOBAHHO BCIIBILIKOM
TPUIIIIA [ie/laeT TPUIIIO3HYIO IIPUPORY BEPOSATHOIL.

OO6mras xapakTepucTnKa

Knnunyeckast kapTrHa 3a060/1eBaHNsI IPOSBISAIACDH JIN-
xopazpkoit y 25 (100,0%) maunmeHTOB, IIPU 3TOM Cpen-
Hss IJIATENTBHOCTDh JIMXOPaJOYHOTO IIEPUOfa COCTa-
Buia 3,62 + 1,32 gHA, MakcuManbHasA — 7 gHeit. Cpenu
KaTapa/jbHBIX CUMIITOMOB BEPXHMX [bIXaTeIbHBIX

ApxuB negmatpuu u getTckoit xupyprun Ne4 [3] 2025 ropa

Tabnuua 1.

KnuHnyeckue npossnexuns rpunna
Table 1.

Clinical manifestations of influenza

M+ SD, pnntenbHoCTb

MNokasatenb n, % B
Jlnxopagka 25, 100 3,62+ 1,32
CnabocTb 20, 80,0 2,63+159
[onoBHas 6on1b 17, 68,0 3,20 £ 1,48
lepLuenue B ropse 12, 48,0 4,78 + 1,56
HacMopk 21, 84,0 5,79 + 1,81
Kawenb cyxon 22,895 5,68+ 170
PBoTa 5,20,0 1,75+0,50
AbLOMMHANbHBIA cMHapoM 5, 20,0 4,50 £0,90

myTeil Hambomee 4acTO OTMeYaluch HAaCMOpK — y 21
(84,0%) pmereit (B cpegHeM 5,79 + 1,81 pHs) U Kawmenb —
y 22 (89,5%) maunentos (5,68 + 1,70 mus). [lepmenne
B ropsie Habmonanocs y 12 (48,0 %) manuentos. Ob6mime
CUMIITOMBl VHTOKCUMKAUMUM perucrpuponanach y 20
(80,0 %) manueHTOB M COXpaHsIach OT 2 O 6 JIHeNl; To-
noBHas 6071b — y 68,0 % meTeit ¢ IPOZO/KUTETBHOCTDIO
1o 5 mHel. [acTpoMHTeCTMHAIbHBIE TPOABIEHNA BCTpe-
Ya/IyiCh 3HAYUTE/IBHO PeXKe M COXPaHSIN MEHBUIYIO pac-
IPOCTPaHEeHHOCTD (Tabmuia 1).

IIpoBefeH cpaBHUTENbHDBIN aHA/IN3 IO BaKIMHA/IbHO-
My crarycy. O61mit oxBar BaKIjuHaIuei coctaBun 72 %
(18 13 25 manuenTos). Bo3pacTHOIT cocTaB IpyImil ObIT
COIIOCTaBUM: CpeJHMI BO3pacT npuBuThix — 10,5 ropa,
HENpUBUTBIX — 9,3 ropa.

KnuHnyeckas KapTuHA TPUIIIA Y BAKLVHIPOBAHHBIX
NIPOTUB I'PUINIIA ¥ He BAKLIMHMPOBAHHBIX JleTell uMesa
pasnmnuus (tabnuua 2): TMXopagKa COXpaHsIach B Cpef-
HeM 2,43 + 0,78 g4, Torfa KaK y HelmpuBUTHIX — 3,7 + 1,81
nHs (p = 0,073), 4TO OTpaxkaeT TEHJEHLMIO K 6oree ObI-
CTPOMY KYNIMPOBaHUIO CMHAPOMA Y BAKIIHMPOBAaHHBIX.

AHanmormvHasi 3aKOHOMEPHOCTh HabO/MOIaeTcs
IJ1s1 peCHUPATOPHBIX NMPOABIEHUI: Kalle/lb U HACMO-
PK PErMCTPUPYIOTCA B 00eMX IPYIIIaX ¢ CONOCTaBUMOIL
vacroToit (50/71 u 67/86 % cCOOTBETCTBEHHO), HO UX JIJIN-
TETbHOCTDb CTATUCTUYECKY 3HAYMMO HVDKE Y IPUBUTHIX
(mns xkamns 4,20 + 1,34 nporus 5,80 = 1,76 gu4, p =
0,030; mna Hacmopka 2,45 + 0,73 nporus 4,32 + 1,12 gu4,
p =0,0012), 9TO CBUIETENBLCTBYET O HOTIEE TETKOM Tede-
Huu 3aboneBaHus Ha ¢poHe BakumHauuu. JKemnymgouHo-
KUIIEeYHbIe CUMIITOMBI TaK>Xe MMEIOT MeHee 3aTsIXK-
HOe TeueHNe Y NPUBUTDIX MAaLMeHTOB. Tak, Ipu pBoTe
CpefHAA MPOJO/KUTENBHOCTD 9MM30[0B Y IPUBUTHIX
cocrapnser 1,76 + 0,42 14, TOrga KaK y HEIPUBUTHIX —
2,5+ 0,62 gus (p = 0,0036). AGOMUHANIBHBIN CUHPOM
BCTpevascA y 57 % He IPUBUTHIX JjeTell IPOJOIKNUTENb-
HOCTBIO 4,5 + 0,9 gHs.

Cpenu 06cneoOBaHHBIX [eTell OTMEYEeHbI PasInyns
B CTPYKType OKa3aHMA MeAULIMHCKOJ IOMOIIN B 3a-
BYICMMOCTY OT BaKIIMHAJbHOIO CTaTyca. Y IPUBUTHIX
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Tabnuua 2.

KnuHuyeckas KapTuHa rpunna y NpuBUTLIX U HEMPUBUTBLIX

Table 2.

Clinical patterns of influenza in vaccinated and unvaccinated children

Henpusutble (n=7)

MpuuTbie (n = 18)

C Yactotan M +SD, Yactotan M +SD,
MMMTOM
JNNTENbHOCTb JANTENbHOCTb

CUMMNTOMA B JHAX CUMMNTOMa B AHAX
Jlnxopagka  100%, 2,43 + 0,78 100%, 3,70 + 1,81 0,073
Kawenb 50,0%, 4,20 + 1,34 71,0%, 5,80 + 1,76 0,030
Hacmopk 67,0%, 2,45 +0,73 86,0%,4,32+1,12  0,0012
PBota 17,0%, 1,76 + 0,42 29,0%,2,50+0,62 0,0036

nanueHToB 12 n3 18 mereit (66,7 %) momydanu cranmo-
HapHOe JIeYeHe, Torga Kak 6 n3 18 (33,3 %) Habmropanuch
aMOymaTopHo. B To >xe BpeMst Bce HelIpuBMUTBIE ieTH (1 =7,
100 %) 6bLIN TOCTINTATM3MPOBAHBI, aMOY/IATOPHBIX CTy4a-
€B B 9TOJI TPyIIIie He 3aperucTpupoBaHo. Takum o6pasom,
HeIIpYBUTHIE MAIVIEHTHI Yallle Hy>K/Ja/INCh B CTaIlVIOHAp-
HOM JIe4eHNM 110 CpaBHEHMIO ¢ puBUTHIMU (100 mpoTns
66,7 %), OIfHAKO TP MaIoM 00'beMe BHIOOPOK BBLBIEHHOE
pasnuyyue He JOCTUTAET CTATUCTMYECKON 3HAaUMMOCTHI
Y MOXKET pacCMaTpUBAThCA JINIIb KaK TeHIEHIIVA.

AHanms CTPYKTYpBl KIMHNYECKUX AMATHO30B TaKXKe
HpPOJEeMOHCTPUPOBAJI OIIpee/IeHHbIe OTINYNA MEXY
rpynnamn. Cpeny IpUBNUTHIX fieTell (n = 18) nuarHos
TPUIIIIA C PeCIVPATOPHBIMI NIPOSABJIEHIAMIY, BUPYC UJIeH-
tuuumposan (J10.1), ycranaBnmpancsa y 9 manyeHToB
(50,0 %), coueTaHMe BHEOONIBHIYHOI ITHEBMOHIM HEYTOY-
HeHHoI1 (J18.9) ¢ rpunnom (J10.1) —y 1 pebenxa (5,6 %),
TPUIII C KMIIeYHBIM cHApoMoM (J09) —y 2 mereit (11,1 %).
Jlerkue ¢popmbr OPBM (ocTpble MH(pEKINMY BEPXHUX AbIXa-
Te/IbHBIX IIyTeil HeyTOYHeHHbIe, J06.9, n ocTpblit papuH-
TUT HEYTOYHeHHBIN, J02.9) perncrpupoBamuch y 5 n3 18
HNPUBUTBIX MaLMeHTOB (27,8 %). B rpymnme HempnBuUTHIX
(n = 7) gmuarnos J10.1 6s11 BeicTaB/IeH y 5 gereit (71,4 %),
TPUIII C KMIIEYHBIM CUHAPOMOM (J09) —y 2 manueHToB
(28,6 %), Torpa kak nerkue popmsr OPBU (J06.9, J02.9)
He OTMedYannuch HU B ogHOM cinydae (0%). [Ipu atom
TPUII C KMIIEYHBIM CHIPOMOM Yy HEIIPUMBUTBIX BCTpe-
4JajicA B 2,5 pasa 4alie B OTHOCUTE/IPHOM BBIPa>KE€HUN
(28,6 mporus 11,1 %).

OpHaKo Ipy CTAaTUCTUYIECKOI OLleHKe 3TUX Pas/INInii
1o kputeputo x> [Iupcona ¢ nonpaskoii Veiirca He 651710
HOJTy4eHO 3HAUYMMBIX aCCOLMALINIT HU /IS JIETKUX (OpM
OPBJ, Hu g1 pacnpepienieHNs IO yPOBHIO OKa3aHMA I10-
Mo (p > 0,05). DTo 03HaUaeT, YTO HAbMIOaeMble Pasin-
41si B HOJIAX, BKIIOYasi 60/lee BHICOKYIO YaCTOTY TPUIINA
C KMIIEYHBIM CUH/[POMOM y HEIPUBUTHIX (28,6 IpoTUB
11,1 %) n peructpanuio nerkux ¢popm OPBU Tonbko
y IpuBUTHIX geteit (27,8 mporus 0 %), cregyer MHTEp-
IPeTUPOBATDH C OCTOPOKHOCTBIO.

Amnanus reMorpaMM HOKa3aJjl, 4YTO BaKI[MHUPOBAHHBIE
HAlVeHThbl MMeNN TeHeHIVIO K 60/lee HUSKOMY YPOB-
HIO JIEIKOIIMTOB IO CPaBHEHMIO ¢ HenpuBuThIMI ((6,20 +
1,45) x 10°/n mpotus (8,10 £ 2,34) x 10°/m, p = 0,080). Uncmno

Tabnuua 3.

JlabopatopHble nokasatenu (1-2-i aeHb bonesHu)
Table 3.

Laboratory indicators (on day 1-2 of the disease)

lpusuTbIE Henpusutbie
lNoka3atenb (n=18) (n=7)
M+SD M+SD
JNenkouutsl, x10°/n 6,20 £ 1,45 8,10+ 2,34 0,080
Jiumdpoumrel, x10°/n 1,40 £ 0,38 1,00 £ 0,21 0,0029
Heittpodunsi, x10%/n 5,10+ 1,80 5,81+1,62 0,36
TpoMboumtel, x10°n 215,00+ 48,00 205 + 69,00 0,73
CPB, mr/n 24,50 + 5,23 35,27 +4,76  0,00034

HeTPO(U/IOB ¥ TPOMOOLMTOB CYIIECTBEHHO He Pasyiy-
ganoch Mexxay rpynnamu ((5,10 + 1,80) x 10°/m mpotus
(5,81 + 1,62) x 10°/m, p = 0,365 (215,0 + 48,0) x 10°/m mpoTns
(205,0 £ 69,0) x 10°/m, p = 0,73 coorBeTcTBeHHO). [Ipn aTOM
y IPUBUTBIX JieTeil OTMEeYaIoCh JOCTOBEPHO 60JIee BBICO-
Koe abcomoTHOe KommyecTBo mnmponntos ((1,40 + 0,38) x
10°/n mpotus (1,00 + 0,21) x 10°/11, p = 0,0029), 4TO MOXKET
CBU[IETE/IBCTBOBATD O O0O/Iee BbIpaskeHHOM MM onuTap-
HOM 3BeHe IMMYHHOTO OTBeTa B PaHHNe CPOKU 3abosie-
BaHus1. Hanporus, koHuentpauus C-peakTuBHOro Oenka
ObI/Ia 3HAYNTE/IHHO BBIIIIE Y HEIIPUBUTHIX HAI[VIEHTOB (35,27
+ 4,76 npotus 24,50 * 5,23 mr/1, p = 0,00034), 4TO YKa3bI-
BaeT Ha 007iee BBIPAXKEHHYIO CUCTEMHYIO BOCIIA/IUTEIBHYIO
peak1uIo B 9TOi rpymme (tabmmua 3).

K MmoMeHTY pekoHBanecueHnun Hopmannsanus C-pe-
aKTMBHOTO OeJIKa y IPYBUTHIX IPOUCXOANIIA ObICTpee: ero
YPOBEHb YMEHDBIUNM/ICA B 2,5 pasa, TOI/Ia KaK y HEIIPUBM-
ThIX — B 2,0 pa3a 3a aHaJIOTMYHBIN Nepuop. BosmoskHo,
3TO MOXET OTpaXkaTb 0COOEHHOCTU MMMYHHOTO OTBETa
1 60/lee BBIPA>KEHHYI0 BOCIIAJINTE/IBHYIO PEaKIMIO Y He-
MPUBUTHIX TALIVIEHTOB.

OcenpTaMUBUpP HAa3HAYAJICA BCEM CTAI[MIOHAPHBIM IIa-
I[VIeHTaM CTaHJAPTHBIM 5—6-JHEBHBIM KypCOM. AHTMOAK-
TepuasbHAsA Tepamnus npuMeHeHa y 3 (16 %) manueHToB
10 MHAMBYYaTbHBIM IOKa3aHMAM. JKaponoHipkarome
npemnaparsl (apareTaMor, noynpodeH) B cTaluoHape
He Ha3Ha4a/lCh, YTO CBUJIETETbCTBOBAJIO O KOHTPO/IN-
pyeMoli TuxopafKe K MOMEHTY IIOCTYIITIEHNU L.

O6c¢cyxpenne

HacrosAmee nccnegoBaHme OMMChIBaeT BCIBIIIKY TPUIIIA
A (H3N2) B 3aKpBITOM [IETCKOM YYPEXKIEHUN COLMAb-
HOJ 3aIUTBHI, YTO HPEJCTaB/IseT COO0I KIacCUueCKuit
npuMep OBICTPOTrO PaCIIPOCTPAHEHMST BBICOKOKOHTATO3-
HOT'O PecIypaTOpHOro BUPYCa B YCIOBUAX CKYYEHHOCTU
¥ TECHBbIX 6bITOBbIX KOHTAaKTOB. SHI/IJIQMI/ILIGCKaH KPI/IBaH
C KOPOTKMM MHKYOAl[MOHHBIM MHTepBanoM (1-2 mHs)
VI IIMKOM 3a00J/I€EBaeMOCTH B TedeHue 24 4acoB Moc/ie Mac-
COBOTO MEpOIpPUATHUSA YKasblBaeT Ha OJHOPAa30BOe 3apa-
aroliee cobpitue. [logobHasi JUHAMMKaA OMMCAaHA B pa-
6ore L. Tesema u coast. (2022), roe Bcubimka A (H3N2)
HOC/Ie IIKO/IBHOTO GaHKeTa oXxBaTmia 41 % y4acTHUKOB
C MeIMaHOI MHKYOAIIOHHOTO Ileprofa 47 4acos [5].



Bcmplmka mpofieMOHCTPUPOBaIa BHICOKMI YPOBEHD
KOHTarmo3HOCTHU JJa>ke Cpefy BaKI[MHMPOBAHHBIX JINLI
(cpenm 3ab6onmeBmux 72 % OBIIM MPUBKUTHI), YTO HOJ-
TBEPXK/IaeT HEeIIOJIHYI0 CTePMIN3YIONUIYIO 3aI[UTy BaKIIV-
Hbl mpoTuB A (H3N2), xapakTepHyIo A1 3TOT0 IITaMMa
B IocnefHye rofsl [12-14]. B To >xe BpeMs BaKIMHALMs
OKasajia YeTKoe MopyuIupylollee BIIAHNE HA TAOKECTDb
3ab0/1eBaHM s, CHU3MB YaCTOTY FOCIMTATN3AL NI, /IU-
TEIBHOCTD (PeOPUIBHOTO MeprOofia U BBIPAXKEHHOCTD CH-
cTeMHoI1 BocnanutenbHol peakuunu (CPb 24,5 mpotus
35,3 MI/71 y HeIPUBUTBHIX). DT HAHHBIE COITIACYIOTCA C pe-
3y/IbTaTaMI KPYIIHOTO MHOTOLIEHTPOBOTO JMCCIIE/IOBAHNSA
B CIIIA (2024), roe 9ppekTMBHOCTD BaKI[MHALIMY IPOTUB
TAYKE/IOrO TPUIITNA Y AeTeil cTabunbHO mpeBbimrana 50 %
I10 BceM oKasaTesm TsikecTu [13]. A. Cantarutti u coaBr.
(2022) B momynAUMOHHOM MCCIefoBaHNM B VTamum Tak-
JKe TTOATBEPAUIN IPOTEKTUBHBIN 9P deKT BaKIMHALINN
Yy 3IOpOBBIX meTeit [15].

INUmeMNOIorn4ecKie 0Co0eHHoCTI. B Hamem uc-
cnefoBaHNy 68 % caydaeB NPUILINCh HA OGHU CYTKM
(22.11.2025 r.), 94TO MOATBEPKAAET POIb CyIeppacIpo-
CTPaHSIOINUX COOBITUI B SNMAEMIOIOTUY IPUIIIIA B 3a-
KPBITBIX KOJIIEKTMBAX.

TFacTpouHTeCTHHANbHBIE TPOSBIEHNS, 3adUKCUPO-
BaHHbBIEe ¥ 20 % IaIMeHTOB (B OCHOBHOM Cpefiil HeIIPUBH-
TBIX), 3aC/Ty>KMBAIOT OTAE/TbHOrO BHUMaHNA. VX yacTora
COIIOCTaBMMA C pe3y/bTaTaMI KPYIHBIX SMNIEMUOJIO-
IUYECKUX UCCIIEJOBAHMIA, TEe JKENTYJOYHO-KMIIEeIHbIN
CUHIPOM BBIABIANCA ¥ 15-35% pereit ¢ rpunmom A.
T. A. Bullock u coaBrt. (2025) B 0630pe MexaHM3MOB ra-
CTPOVMHTECTUHAIbHOTO MTOPa>kKeHUsI IPY Tpumie A mop-
YepPKMUBAT, YTO a0JOMMHAIbHBIE CHMIITOMBI 4Yalle
BCTPEYAIOTCA y JleTell M MOTYT OBITh OOYC/IOB/IEHBI
KaK CHCTEeMHBIM UMMYHHBIM OTBETOM, TaK U NMPAMBIM
meitctBueMm Bupyca Ha JKKT [6]. C. Dilantika n coasT.
(2010) B nccnegopanum 2032 mereit B ViHmoHe3uM BHIS-
BIIM, UTO BUPYC IPUIINA ONpeNe/NsAeTcs y 3HAUMTe/TbHO
JONMK HeJuaTpUYeCKNX MaLMeHTOB C Auapee U IPUIIo-
nopo6HbIM 3aboneBanueM [8]. OTcyTcTBMe 6aKTepHab-
HOJI U KMILIEYHON BUPYCHON MaTONOTUY IIPK obceno-
BAaHIM MOATBEPKAET BUPYCHYIO IPUPOAY CUMIITOMOB.
YuuteiBas 6ojee TsKenoe TedeHMe u O0jee BBICOKME
ypoBHM C-peakTHBHOTO 6e/IKa Y 9TVX MALVIEHTOB, MOXKHO
HPeNIONIOKUTD, YTO FACTPOMHTECTUHATbHBIE MIPOsIBIIE-
HIS BBICTYNAIOT MapKepOM CUCTEMHOTO BOCHA/TNTENb-
HOTO OTBETA.

Temaronornyeckie 0COOEHHOCTH TaAK)Ke COOTBETCTBO-
BaJ/IM KJIACCMYECKOI KapTUHE ITPUIIIIa — OTCYTCTBHUE JIeN-
KOILIMTO3a IIPY yMEPEHHOI TMM(OIEHNN ¥ IOBBIIIEHNN
C-peakTtusHoro 6enka. IIpu aTom 6onee BpicoKas ab-
comoTHasA nmuMmdounnrapHas ppaknyua y BAKIMHUPO-
BAaHHBIX JleTell MOXeT yKa3bIBaThb Ha popMupoBaHMe
c6a/TaHCMPOBAaHHOTO MUMMYHHOTO OTBeTa C MEHbIIE
aKTMBaIVell HeITPOPUIBHOTO 3BE€HA, YTO COOTBETCTBY-
eT TUIIOTe3e «IIPAfIMIPOBAHHOTO» IMMYHNTETA IIOCIIE
BakImHanuu [16].

ApxuB negmatpuu u getTckoit xupyprun Ne4 [3] 2025 ropa

Bce rocnuranusupoBaHHBIE MALMEHTHI MOTyYann
0CeIbTaMUBUP, YTO MOIJIO CIIOCOOCTBOBATH KOPOTKOII
IPOJO/KUTENBHOCTY 3a00/1eBaHMsI (CPeIHSAS I/IUTENb-
HOCTb rOCIUTanu3anum — 6,1 gHs) 1 61aronpuUsITHBIM
ucxonaM 6e3 OCTIOKHEHMIT. DTOT pe3y/IbTaT COITIACYETC
C CUCTEMHBIMM M€TaaHa/lIN3aMU, EeMOHCTPUPYIOIUMI
COKpalleHNe JANTEIbHOCTY NNXOpaaku Ha 18-30 gacos
IpM paHHEM IIPUMeHeHNN ocebTaMyBupa [17, 18].

Takum 06pa3oM, IIpoBejeHHOe KOTOPTHOE MCCIeI0Ba-
Hyle yOeAUTe/IbHO MOATBEP)XK/JaeT, YTO Aake IPYU IPOPbI-
Be BaKIVHAJIbHOTO Oapbepa BaKLMHALVSA CYIeCTBEHHO
CMAr4aeT KJIMHNYECKOe TedeHle IPUIINA ¥ CHYMOKAET Ha-
I'PY3KY Ha CUCTEMY CTAaLlMOHAPHOIO 3[|paBOOXPaHEHNA.

3aknrodeHne

Bcnpimka rpunmma A (H3N2) B 3aKpBITOM I€TCKOM y4-
PEeXIEHNM COIPOBOXJANach OBICTPBIM PacIpoCTpa-
HeHMeM WVHQeKIUM IO TUIy TOYEYHOTO MCTOYHMUKA
U BBICOKOJI CTEIIeHbI0 BOBJIEYEHNA NPOXMBAIINX. 3a-
6oneBaHMe IPOTEKA/NO NMPEUMYLIECTBEHHO B CPeIHETs-
Xeroit popMe ¥ MMeTIO 6/1arONPYUATHBIN MCXOf, Y BCeX I1a-
IIEeHTOB. BakiyHanus npoTus rpumnmna He obecmednna
IIOJIHOV 3alUTBI OT MHPUUIVMPOBAHNSA, OHAKO OKa3aja
BBIP@>KEHHBIIT IPOTEKTUBHBII 3 PeKT, MPOsBUBIINIICS
B CHIDKEHMM YacTOTBI TOCIIMTANM3ALNI, YMEHbIICHNN
VMHTEHCUBHOCTY KIMHUYECKMX CUMIITOMOB, MEHbIIei
BBIPQXEHHOCTM BOCIIQJINTE/IBHOTO OTBeTa (110 YpOB-
Hio CPB) u 6oree OBICTPOM KIMHUYECKOM BBI3ZOPOB-
JeHMM. ODTU [aHHbIE IOATBEPXKAAIT HEOOXORMMOCTD
HOAIJiep>KaHM A BBICOKOTO YPOBHSA OXBaTa BaKI[MHAIIMei
B OPraHM30BAaHHBIX JIETCKUX KOJ/UIEKTMBAX, OCOOEHHO
B YUPeX/IEHNAX 3aKPBITOTO TUIIA, Ie PUCK pacIpoCcTpa-
HEHI S TPUIIIA YPe3BbIYalIHO BBICOK.

BrpiBogbI

1. Bcnibrmka rpumnma A (H3N2) B geTckoM yupesxjeHun
3aKPBITOrO TUIIA MIMEJIa XapaKTep TOYEYHO, CBA3aHHOMN
C e[INHBIM COOBITMEM Ilepefaurt MHQEKI M.

2. KnuHnueckas KapTiHA y JeTell XapaKTepu30Banach
HOMUHUPOBAaHNEM PeCIMPATOPHBIX CUMIITOMOB (JIMXO-
pajfika, Kalllelb, pUHOpesl), pe>ke perucTpUpOBaIICh ra-
CTPOVMHTEeCTMHA/IbHBIE TposABIeHns (20 %).

3. BakiuHanusA npoTyB IpUIIIIA JOCTOBEPHO CHIDKAIA
IINTEeNbHOCTD KAl ¥ PUHOPEN, YMEHbIIAajIa BhIpa-
JKEHHOCTh CUCTEMHOTO BocmnanurtenbHoro orsera (CPb
24,5 mpotus 35,3 mr/m; p = 0,0003) n cmoco6cTBOBA-
na 6o7ee OBICTPOMY KIMHUYECKOMY BBI3TOPOBJICHMIO.
Y HeNmpUBUTHIX fieTell 4alle OTMeYaauch racTPONH-
TeCTVHa/IbHBIE NIPOSIBJIEHN A, 60/Iee BhICOKAA IOTpe6-
HOCTh B rocuuranusanuu (100 nporus 67 %) un 6onee
BbIpa>KeHHbIe Ta0OpaTOpHble IPU3HAKY BOCIIaICHNU .
[Tonmy4eHHbIe pe3yIbTaThl IIOATBEPIKAAOT 3HAYNMOCTD
BaKIMHAIMM KaK MeTOJa He TOTbKO IPOPUIAKTUKNI
3a00/1eBaHM, HO U OTPAaHMYEHNs €T TSAXKECTU Y Mefy-
KO-COI[MA/IbHBIX IIOC/IE[ICTBUIL P BCIIBIIIKAX I'PUIIIIA
B JIETCKUX KO/UIEKTMBaX.
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KagecTBO >X13HU ceMell, BOCIIMThIBAIOIINX
IeTel C OTPAHMYEHHBIMU BO3MOXHOCTAMU 3[I0OPOBbA

(mexmms)
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I.24a, 1. Mbituwm, 141009, Poccus)
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r. loHeuk, 283003, loHeukas HapoaHas Pecnybnuka)

Pestome

B coBpeMeHHOM obLlecTBe HabnpaeTcsa yBenuyeHue poxaa-
€MOCTU JeTeil C OrpaHUYeHHbIMU BO3MOXHOCTAMM 3[0pOBbS
(0OB3). TpyaHocTH, C KOTOPbIMK CTaNIKUBAKOTCA POAMTENM, BOC-
nuTbiBalowme pebeHka ¢ OB3, BKNKOUAKOT MCUXONOrMYECKHe,
3KOHOMMWYECKME W couManbHble Npobnemel, Tpebytowwme rybo-
KOro MOHMMaHWUs UX NCUX0NOrMYECKOl afanTauum.

Pogutenn, socnutbiBaowume pebenka ¢ 0B3, nogsepratot-
CSl BbICOKOMY PUCKY YXYALIEHUS MCUXMYECKOTO 3[40p0BbS, TaK
KaK MM HeobX0AMMO CoBMeLLaThb YCUIeHHY 3ab0Ty o pebeHke
¢ opyrumu obssaHHocTaMM. CTpecc, KOTopbIi OHK UCTbITHIBALOT,
CKa3blBaeTCA Ha KaYeCTBE XM3HM BCEI CEMbY, NPUBOASA K MOSB-
NEHU0 CUMNTOMOB AENPECCH, HAPYLIEHUIO CHA, XPOHUYECKOM
YCTanoCTH, CHAXKEHMIO COLMANBHON aKTUBHOCTH.

Mcuxonoruyeckas apantaums poauteneil, BOCIUTLIBAKOLLMX
pebeHKa C OrpaHu4eHHbIMWA BO3MOXKHOCTAIMU 3[0pOBbsl, SiB-
NAeTcA CNOXHBIM U MHOrodaKTopHbIM npoueccoM. PoxaeHue
pebeHKa ¢ 0CoOEHHOCTAMW B pa3BUTUM 4YacTo Koppenupyet
C LMCrapMOHWUYHOW CEMEHOM cucTeMoid. Poamtenbckue ycra-
HOBKM W MOJENN BOCMMTaHUS OKa3blBalOT BNIUSIHWE HA pasBu-

Tne pebeHKa. MocKoNbKY ceMbs CTaNKUBAETCA C TPYAHOCTAMM
B BOCMMUTAHMM, TPEDYIOLLMMU 3HAUUTENBHBIX YCUIWIA, TEPNEHNS
U NbBM, POLMTENM MUMEIOT TEHAEHLMIO K TUNeponeKatoLlei
WK, HaNpOTWB, OTBEPraloLLei NO3ULMM MO OTHOLIEHWIO K CBO-
eMy pebeHky.

PoxpaeHne pebeHKa ¢ NCUXMYECKUMU U QU3NYECKUMI HApy-
LIEHMAMM CTAHOBUTCSA CEPbE3HOI MCUXONIOrMYecKoi TpaBMOi
ANA pofuTeNen, NOCKONIbKY MHOTME U3 TaKWUX AETeN He COoT-
BETCTBYKT 00pa3y pebeHKa, KOTOPOro OHW oxupanu. 3ava-
CTyi0 06LEeCTBEHHOE OTHOLUEHWE K AETAM C OrpaHWU4eHHbIMU
BO3MOXHOCTAMU 3[10POBbSA U UX CEMbAM ObIBAET HEraTUBHLIM
W OTBEPraoLLMM, YTO eLle DosbLLe OCNOMHSAET UX NONIOKEHMUE
B obwwecTBe. MHorue ceMbu He CMOCOBHBI CaMOCTOATENBHO
CNpaBUTbCA C TPYAHOCTAMM, CBA3aHHBIMU C NOSABNIEHNEM pebeH-
Ka C orpaHU4eHHbIMU BO3MOXKHOCTAMU 3[,0POBbS.

Lenbio nekuun ABNAETCS aHanU3 COBPEMEHHbIX CBEJEHMI
0 NpobneMHbIX acneKTax MCUXONOrMYECKON apanTauuu poau-
Tesiel, BOCMMUTBLIBAOWMX pebeHKa C orpaHUYeHHbIMU BO3MOXK-
HOCTAIMW 3[10POBbA.

KnioueBblie cnoBa: fetu c OorpaHn4eHHbIMW BO3MOXHOCTAMK 340P0BbA, POAUTENTU, BOCNTUTbIBAKOLLNE pEGEHKa C orpaHn4yeHHbIMKN
BO3MOXHOCTAMU 3,0p0BbA, NCUX0J1I0rM4eCcKana afgantalma pODMTEJ‘IEVI

Ina uutupoanusa: XaskuH A. U., CyntanoBa A. H., Hanetos A. B., banakupeBa E. A. KauecTBo n3HM cemeit, BOCMUTbIBAIOLLMX
JeTeil ¢ orpaHNYeHHbIMU BO3MOXHOCTAMM 3[,0p0BbA (NeKuus). Apxus neduampuu u demckoll xupypauu. 2025;3(4):26—35.

doi: 10.66825/2949-4664-apps-3-4-26-35

26



CeepneHus 06 aBTopax / Information about the authors

[~ XaBKuH AHaTonui Unbuy, a. M. H., npodeccop, pykoBoauTens MockoBcKoro obnacT-
HOTO LLeHTPa AeTCKOM racTPO3HTEPONOrum v renatonorim uM. A. B. Masypura rby3 MO
«HayuHo-1ccneaoBaTenbCKUA KITMHUYECKUIA MHCTUTYT feTcTBa» MuH3apasa Mockos-
CKoit 0bnacTu; npodeccop katbeaps neanatpum MeamumtHekoro nictutyta rAQY BO
«benropoackuii rocyaapCcTBEHHbIN HaLMOHaIbHBIA NCC1eJ0BaTENIbCKUIA YHUBEPCUTET,
e-mail: khavkin@nikid.ru, https://orcid.org/0000-0001-7308-7280

CyntaHoBa Aknuma HakunoBHa, 4.M.H., npodeccop Kabeapbl NCUMXMATpUM, HapKo-
JI0rMK, NCUXOTEPannK U KIuHWUYecKoi ncuxonorum, ®r6OY BO «HoBocubupckuii ro-
CYAapCTBEHHbIA MeAULMHCKMIA yHMBepcuTeT» Munaapasa Poccuu, e-mail: sultanova.
aklima@yandex.ru, SPIN-koa: 5719-0860, https://orcid.org/0000-0001-6420-6591

Hanetos Anppeit Bacunbesuy, a.M.H. npodeccop, 3aBeaytollmin Kadbenpon negmna-
Tpun N2 2 OTBOY BO «[loHewKmi rocyaapCcTBeHHbIN MEAULMHCKUIA YHUBEPCUTET UM.
M.TopbKoro» MuH3gpasa Poccuu, raBHbIN BHELLTATHbIA AETCKWIA CreumanuecT-ractpo-
3HTeposior MuHKCTepCTBa 3ApaBooxpaHeHus [loHewkoi HapoaHoi Pecnybnukiy, e-mail:
nalyotov-a@mail.ru, SPIN-kop: 5876-7445, https://orcid.org/0000-0002-4733-3262

banakupeBa EneHa AnekcaHapoBHa, [. M. H., AOLEHT, 3aBefytoLlas Kadhenpon negn-
atpuu, OrAQY BO «benropofckuii rocynapcTBeHHbIM HaLLMOHaMbHBINA UCCeAoBaTeb-
CKWIA yHMBEpcUTET, https://orcid.org/0000-0002-3919-7045

KoHdnmKT nHTepecos
ABTOpbI 3a5BAIOT 06 OTCYTCTBNW KOHDIIMKTA MHTEPECOB.

McTOYHMK DUHAHCMPOBaHUS
BHeluHee dhWHaHCMpoBaHMe He NpUBEKanochb.

LECTURE

ApxuB neguaTpun n geTckoi xupypruu Ne4 [3] 2025 roga

54 Anatoly I. Khavkin, Dr. Sci. (Med.), Professor, Head of the A.V.Mazurin Moscow Re-
gional Center of Pediatric Gastroenterology and Hepatology of the Research Clinical
Institute of Childhood; Professor, Department of Pediatrics, Medical Institute, Belgorod
National Research University, e-mail: khavkin@nikid.ru, https://orcid.org/0000-0001-
7308-7280

Aklima N. Sultanova, Dr. Sci. (Med.), Professor, Department of Psychiatry, Addiction,
Psychotherapy, and Clinical Psychology, Novosibirsk State Medical University, e-mail:
sultanova.aklima@yandex.ru, SPIN: 5719-0860, https://orcid.org/0000-0001-6420-6591

Andrew V. Nalyotov, Dr. Sci. (Med.), Professor, Head of the Department of Pediatrics No.
2, Donetsk State Medical University named after M. Gorky, Chief Pediatric Gastroenter-
ologist, Ministry of Health of the Donetsk People’s Republic, e-mail: nalyotov-a@mail.ru,
SPIN: 5876-7445, https://orcid.org/0000-0002-4733-3262

Elena A. Balakireva, Dr. Sci. (Med.), Associate Professor, Head of the Department of
Pediatrics, Doctor of Medical Sciences, Belgorod State National Research University,
https://orcid.org/0000-0002-3919-7045

Conflict of interests
The authors declare no conflict of interest.

Funding
No external funding was attracted.

Quality of life of families raising children

with disabilities (Lecture)

AnatolyI. Khavkin®?2, Aklima N. Sultanova®, Andrew V. Nalyotov*, Elena A. Balakireva?

" Research Clinical Institute of Childhood (24A, Kominterna str., Mytischi, 141009, Russia)

2 Belgorod State National Research University (85, Pobedy Str., Belgorod, 308015, Russia)

3 Novosibirsk State Medical University (52, Krasny prospect, Novosibirsk, 630091, Russia)

“ Donetsk State Medical University named after M. Gorky (16, llyicha ave., Donetsk, 283003, Donetsk People’s Republic)

Abstract. In modern society, the birth rate of children with dis-
abilities is growing. Parents raising such children face a range
of psychological, economic, and social challenges that require
a deep understanding of psychological adjustment mechanisms.
These parents are at a high risk of mental strain, as they must
balance the intensified care for their child with other responsibil-
ities. The resulting stress affects the quality of life of the entire
family and may lead to symptoms of depression, sleep distur-
bance, chronic fatigue, and reduced social engagement. The psy-
chological adaptation of parents raising children with disabilities
is a complex and multifactorial process. The hirth of a child with
developmental disabilities often correlates with a disharmonious
family system. Parental attitudes and parenting patterns influ-

ence the child’s development. Such families face significant chal-
lenges, demanding considerable effort, patience, and emotional
resilience. As a result, parents may adopt either overprotective
or, conversely, rejecting attitudes toward their child. The birth
of a child with mental and physical disabilities may become
a serious psychological trauma for parents due to failed expec-
tations. Negative social attitudes toward children with disabili-
ties and their families further exacerbate their position in soci-
ety and lead to marginalization. Many such families are unable
to cope with difficulties without external support. The aim of this
lecture is to review modern information about the problematic
aspects of psychological adaptation of parents raising children
with disabilities.

Keywords: children with disabilities, parents raising children with disabilities, psychological adaptation of parents
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[Tcuxonorudeckas ajanTanus popuTeneil mpu 60-
JIe3HU peOeHKa SIB/ISAETCS CTIOKHBIM IIPOL[ECCOM, B XOfie
KOTOPOTO POAWTENN OCBAaMBAIOT HOBbIE HABBIKY, CBA3aH-
Hble ¢ 3a060/1eBaHMeM ux peberka. 3aboneBanne pebeHka
paccMaTpuBaeTcs Kak ICUXOTpaBMUpYyloliee COObITHE,
OT/IMYalolieecs HeIPeCcKa3yeMOCTbIO 1 00/Iajatolee Bbl-
COKOJI CYyO'beKTUBHOI 3HaUMMOCTbI0. HetocTaTok ombiTa

B pelleHN I TOOOHBIX TPOO/IeM CYILIeCTBEHHO YCUINBAET
ypoBeHb cTpecca. CTelleHb CTPecCcOyCTONYNBOCTI 3aBU-
CUT OT BHYTPEHHUX PECyPCOB U Ha/MN4NUs IOLIEPKKA
CO CTOPOHBI OKPY>KeHMsI. Ba)KHBIM IOKa3aTe/neM ICUXO-
JIOTMYeCKOIl aJlalITallNy POJUTENeN K IedeHIIo 60Ie3HN
pebeHKa sAB/IseTCS TAXECTb ero cocTostHus. Ha panHnx
3TaIax peMyccum 60/1e3Hb OKa3bIBajIa 3aMeTHOE BIIVAHIE,
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HOCKO/IbKY IICHXOJIOTMYeCKast ajaliTallysi POUTENIeNl CHU-
XKaJach IpY YXYAIIEHNN COCTOSAHUS pebeHKa U, Halpo-
TUB, Y/Iy4IIanach C ero CTabunmsalueil MM BOCCTaHOB-
nerneM. C TedeHVeM BpeMeHM IIOCTOSTHHO MEHSIIoLIeecs
HecTabuIbHOE COCTOsIHME pebeHKa IPUBOAUT K CHIDKe-
HUIO 9yBCTBUTE/NIBHOCTY K 9TVM M3MEHEeHMAM [1].

ITenpro exuyu sIBIsIETCS aHANN3 COBPEMEHHBIX CBe-
JIeH1T1 O TPOO/IEMHBIX aCIIEKTaX ICUXOIOTMIEeCKOI aar-
TAIMY POJVTENEl, BOCHUTHIBAIOINX pebeHKa C OrpaHm-
YeHHBIMU BO3MOXXHOCTSIMYU 3100poBbsi (OB3).

MatepuanoMm 1 TEKIUI TOCTY>KWI 31 TUTepaTypHbII
MCTOYHUK 10 JaHHOIT IIpobieme.

MeTOJII)I NCCIeJOBaAHNA IICUXO0TIOTNMYECKOI 0O
CTpecca nm afanTanum B CEMbeE

[Tcuxonormyeckass ajanTauys POJUTENE, BOCINUTHI-
BaOIMX pebeHKa C OrpaHNYeHHBIMYU BO3MOXKHOCTSAMMI
30POBbsI, OIpENENsieTcs] B KOHTEKCTe KOMIIIEKCHOTO
IpVYMeHeH!sA AMAarHOCTMYeCKMX MeTONOB. B mepyio
oYepe/b Ba>KHO OLIEHUTDb OOLINIT YPOBEHb POAMUTEIBCKO-
ro crpecca («IlIkana popurenbckoro crpecca» («Paren-
tal Stress Scale»), pycckos3bluHasA BepcusA B aflaliTaliun
10. B. Mucuiok, V. B. TUXOHOBOI1, BBIAB/AIOIIAA OOL I
YPOBEHb PONTENILCKOTO cTpecca). CUTyauns posKaeHU s
u BocnuTaHua pebenka ¢ OB3 xoppekTupyer ymosier-
BOPEHHOCTb POJUTETbCKON PONIBIO 11 CBA3AHO C YCTAHOB-
KaMU Ha poguTenbcTBO. C 9TOJ 1IeIbI0 ONTYMaTbHBIMU
B [MarHOCTUMYECKOM IUTaHe PacCMaTpUBAIOTCA TaKMe
OIIPOCHUKN, KaK «MeTofuKa NCCIelOBaHNA YIOBIeTBO-
PEHHOCTU PORUTENbCKOI ponbio» («Parent Satisfaction
Scale») Baganranum E. B. Ky¢rsak u onpocuuk «Intensive
Parenting Attitudes Questionnaire» (IPAQ) B apamra-
nuu 0. B. Mucniok, A. V. IIpuxupeko, I1. C. Porauesoir
/1A AMAQTHOCTUKY BBIPA>KEHHOCTH YCTAHOBOK Ha MHTEH-
CUBHOE pOAMTeNnbCTBO [2]. BasmcHble yOexpeHMs BbI-
CTYHAalIOT OCHOBON BOCIPUATUSA OKPYXXKAIOLIETro MMpa
(mobporkenaTeTbHOCTH, CIIPABENIUBOCTH), KOHTPOINU-
PYeMOCTH/HEKOHTPOIMPYEMOCTH COOBITHUII U C 9TOII Lie-
TbI0 PEKOMEHAIYeTCs HpMMEeHEHNUe SKCIIpecc-BapuaHTa
onpocuuka «Illkama 6asucHbIx yoexxgenuit» P. SInodd-
Bynpman (World Assumptions Scale (WAS)) B aganra-
nun M. A.Tlagyn n A.B.Korenpankosoit [3]. Pesiomn-
pylolIeil B JMarHOCTIYECKOM IVIaHEe MOXKET BBICTYIINTD
IlIkana onenku kadectsa xusHu (Q-LES-Q, J. Endicott
etal. (1993)) B agantanuu H. E. BogonesHoBoi1, kKoTopas
BBICTPOEHA B €INIHOM KJII04Ye OLEHK! Y/IOBJIeTBOPEHHO-
CTM pa3HbIMU chepaMyl KU3HY, @ He PeaJbHOTO YPOBHSA
byHKIMOHMPOBaHM B 9TUX cepax [4].

Popureneit, BOCIUTHIBAIOLUINX «0COO0OTO» pebeHKa,
MOYXHO pa3fieNNThb Ha [jBe IPYIIIbI B 3aBUCKMOCTH OT UX
CIIOCOOHOCTY AANITYPOBATHCS K TPYAHBIM >KM3HEHHBIM
00CTOATENIBCTBAM ¥ MACCUBHOCTY MIM aKTUBHOCTHU 3a-
I[MTHBIX MEXaHM3MOB IICUXUKN. [lepBas rpymma BKIova-
eT TeX, KTO He MOXKeT aJJalITHPOBAThCSA K IIPOU3OLIEAIIEMY
U He IPVHMMAaeT I3MeHeH U B CBOel XKM3HU. OHU CKJIOH-
HBI TePSTh KOHTPOJIb HaJi CBOYIM SMOLIVIOHAJIBHBIM COCTO-

STHUEM M IOBefieHUeM, YTO IPUBOLUT K SMOILIVIOHAIbHO-
MY OTBEp>KeHMIO peOeHKa, HeBPOTU3ALMNU U JeIIPEeCCUIL.
Bropas rpymnma, HapoOTUB, AJANTUPYETCA ¥ AKTUBHO
IPOTUBOCTOUT CTPECCOBBIM CUTYALVAM, UCIIONb3Ys BCe
JOCTYIIHBIE PECYPCHI /I YXOfa 3a peOEHKOM U COXpaHe-
HS1 CBOeTo Oyarononyunsi. [l mpefcTaBuTenet BTopoii
TPYIIBI XapaKTepHA aJjallTAllIOHHAA YepTa — >KU3He-
CIIOCOOHOCTD, BK/IIOYAIOIIAsA TMOKOCTb U YCTOMYMBOCTD
K BHEIIHUM BO3JIeJICTBUSM, KOTOpPbIe CIIOCOOCTBYIOT HOP-
Ma/IM3aluy IICUXMIECKOTO COCTOSHMUA [5].

[TeccMMUCTUYHO HACTPOEHHBIE POUTENN C BHEITHUM
JIOKYCOM KOHTPOJIs1 COOOLIAIOT O 60JIee HU3KUX YPOBHAX
IICUXOIOTUYECKON afJalTalluM M UCIIBITBIBAIOT BBIpa-
JKEHHBIN CTpecc IpM yXOfie 3a IeTbMM C HapyLIeHUAMMU
pasBuTus. Takue poguTenn 3a4acTyio He 00/IafjaloT Ha-
BBIKaM¥ IPVHATHS OTBETCTBEHHOCTHM 3a IMPOLIECC Jieye-
HUs, @ TAK)Ke He OCO3HAIOT, KaK JIefiCTBUS BIUSIOT Ha X0
coObITuit. HU3Knit ypoBeHb afjaliTaliuy TaK>Ke MpPOsAB-
JIAeTCS B TOM, YTO TaKMe POJUTENN YyBCTBYIOT HEyBe-
PEHHOCTD B IIPAaBUIBHOCTY CBOMX PeIIeHMNI, OIIYIIAI0T
HOflaB/IeHHOE HaCTPOEHMe, IOTPYKEeHBI B COOCTBEHHbIE
po6IeMbl. Y HUX PEIKO MPOSIBISIOTCS BOJIEBbIE KAYeCTBa,
OHM YYBCTBYIOT Ce0s1 6€CIIOMOLIHBIMY, VCIIBITBIBAIOT
TPYAHOCTY C KOHTPO/IEM 3MOLNIL, MIMEIOT HU3KYIO CaMO-
OLIEHKY ¥ CTa/IKMBAIOTCSA € IIPO6/IeMaMyl B IVIAHNPOBAHUMN
coero 6yayiero. Takue MO[M CTPeMATCS 3aHATD U30-
JMPOBAHHYIO MO3UINIO ¥ COXPAHUTD AUCTAHLNIO B 00-
meHnu. boree agantuBHble pogyuTeNny, HAO60POT, OepyT
OTBETCTBEHHOCTb 32 IIPOMUCXOfsALIee, YOexJeHbI B CBOEII
CIIOCOOHOCTY BIUATH HA )XV3Hb, IVIAHUPYIOT OyAylIee,
HeCMOTPsI Ha OIpefie/IeHHble COMHEHMSI OTHOCUTETIBHO
UX peanusanuu [6].

MeHee afjaniTUBHBIE PONUTEIN UMEIOT B CEMbe IPUHLIK-
IIBbI, O/ PAIOIIMECS Ha KeCTKVe HOPMbI 9MOIIVIOHA/TBHBIX
peakuuit. Cpenyu pacnpoCTpaHEeHHBIX Ie3afalTHBHBIX
NPUHINUIIOB Hanbojiee 4acTo BCTPeYyasics 3arpeT Ha Bbl-
pa’keHue 3MOLMIL, II0JpasyMeBAOLNI IIPABIUJIA, TIOOL]-
psoIINe Ciep>KaHHOCTb 4yBCTB. Cr1abast yCTOMYMBOCTD
K He0/IaroIo/yYyio, BbIPa)kaolasacs B HeCIIOCOOHOCTH
YCIOKanBaTh, MOAIePXXIBaTh, @ TAK)XXe B HeaJeKBaTHOM
peaKIyy Ha 9acThble )Ka/I00bI 11 C/1e3bl. JJaHHbIIl TPUHIINATL
IIPOBOLVIPOBAJI Y POANTENIENl BHyTPeHHee pasfipakeHue,
yXy/LIaa HaCTPOEHME M CHYDKAJ JKelaHue o0IaTbcs
co cBouM pebeHkoM. [IpuHIKUI ceMeitHOTO mepdeKin-
OHM3Ma — IIOVCK COBEPUIEHCTBA M BBICOKUX Pe3y/IbTa-
TOB. [IpMHIVI MHAYIMPOBAHUSA TPEBOIM, TP KOTOPOIL
PORUTENY NPOABIANM Oeccuine mepes TPYAHOCTAMI,
pearupys 11Uilb TPEBOTrOM U BOTHEHNEM. YCTOMYNBOCTD
K Ipo6eMaM Tak>Ke CBsI3aHa C MPOJO/DKUTENBHOCTHIO
OpavyHbIX OTHOLIEHUIL: C YBe/IMYeHEeM CpoKa OpauHbIX
OTHOILIEHNI Pa3BOAbI poncxonm pexxe. CyllecTBeH-
HBIM (aKTOPOM /I CTaOMIBHOCTY OpaKa sIB/ISETCA MO-
CTOsTHHAs HOJfIep>KKa B YXOfie 32 peOEHKOM CO CTOPOHBI
POICTBEHHMKOB [7].

[Ncuxomornyeckas afantanyy K HOBBIM YCTIOBMAM >KI3-
HJ VI OCBOEHNE HOBBIX COLMa/IbHBIX pOJIET, q)yHKum?[,
3HAHMIT ¥ HaBBIKOB TPeOYIOT MOOMIN3aLINY PECYPCOB



popuTesneit 1 ux 6yOKANIIET0 OKPY>KeHMsA. DTOT IPO-
11eCC CHOCOOCTBYET HAXOXKAECHNIO CYJI /1A IIPEOfO/eHU S
ICUXO9MOLMOHA/IBHOTO cTpecca. [Ipyu npuHATHYN MHBaA-
NUIEHOCTY pebeHKa MpeobpasyeTcs: cucTeMa LIeHHOCTe,
KOTOpasi He0OXOAMMa /IS TMYHOCTHOTO POCTA POAUTENeN
" 7151 YCTAaHOBJICHUA U TOAAEP KAaHM A 6HI/I3KI/IX, [AoBepu-
TEe/IbHBIX OTHOLIEHNT C «0COOEHHBIM» pebeHKOM. ITO,
B CBOIO O4Yepefib, YKPEIUIS/IO CBSI3b C peOEHKOM U CIIOCo6-
CTBOBAJIO Ty 4Y1Llell afalTAl[MV K BOSHUKIIUM IIPOOIeMaM.
BonpmuHCTBO pO,I[I/ITeTIe]?I CTAJIKUBAJINCh C TPYAHOCTAMU
B aJIalITallNM, TAK KaK 3aBUCEIN OT OOI[eCTBEHHOTO MHe-
HNs, HE MOTJIM KOHTPO/IMPOBaTh CBOM MMIIY/IbCUBHDbIE
peakLnM 1 4acTo OOBMHSIN OKPY>KAOIIMX [8].

CeMbs1, B KOTOPOIT TOSIBUICS peOEHOK C OTpaHNYeHHbI-
MU BO3MOXHOCTAMM 30OPOBbA, IOCTOAHHO OKa3bIBA€TCA
B YCTIOBMAX IICUXOTPAaBMBbl. Y3HAaB O JMarHose pebeHka,
pomuTenN NCObITbIBAIOT OCTpPbI€ IMOLVIOHAJIbHbIE pac-
CTPOJICTBA, BK/IIOYasl LIOK U MCTEPUYECKMe PeaKI[ML.
B manpHelimeM 3aTA>XKHOM XPOHUYECKUI CTPECC MOXKET
IIpUBECTN K pa3BUTUIO PA3IMYIHDIX IICUXOCOMATNYECKUX
3aboneBanuit. Co BpeMeHeM CTPecC TONbKO YCUINBACTCH,
IOCKOJIBKY YBe/IMYMBAIOTCS 3a00ThI, CBSI3aHHbIE C B3POC-
NeH1eM pebeHKa, YTO, B CBOIO OY€Peib, IOPOXK/aeT 60/b-
niee 6eCIoKoicTBo [9].

Poxpenne pebeHka ¢ 0COOEHHOCTAMM Pa3BUTHS, €T0
la/IbHelilIee BOCIMTAaHMe ¥ TPYJHOCTY ¢ 00ydYeHeM MO-
I'yT BBICTYIIaTbh ITAaTOT€HHBIM IICUXOIOTUYIECKUM (baKTO-
POM, KOTOPBIJT HETaTUBHO CKA3bIBAETCS Ha ICUXIYECKOM
COCTOAHUN pOHI/ITe}Ief/], €CTb BEPOATHOCTD IIOAB/IEHN A
HpPeApPaCcIONOKeHHOCTY K BOSHUKHOBEHUIO IIOTPaHNY-
HBIX ()OPM HEPBHO-IICUXMYECKUX PacCTPONCTB. B Takux
C/IydasiX CeMbsl 3a4aCTyI0 IMOJIHOCTBIO COCPefOoTaYnBa-
eTcsl Ha MOTPeOHOCTAX 60/IPHOTrO pedeHKa, UTHOPUPYA
CBOM COOCTBEHHBIE NPOOIEMBI U aKLEHTUPYs BHUMA-
Hle Ha TPYAHOCTSX, CBA3aHHBIX ¢ peOeHKOM. J[nTenn-
HBIJ Y IIOCTOAHHBIN CTPECC OKa3bIBAET 3HAYNUTEIbHOE
HETraTMBHOE B/IMAHNME HAa IICUXUYECKOE COCTOAHNE PO-
[ATesIell, CTAHOBSACh OCHOBOIL [/Is1 Pe3KOTO M3MEHEHU s
YCTOABIINXCSA J)KM3HEHHDIX IPMBDBIYEK B CEMbE. ITo3nTus-
Hbl€ II€EPpEXXMBAaHN A, BbI3BAaHHDbIE IIOABJIEHNIEM pe6eHKa
Ha CBeT, CO BpeMeHeM yTacaloT B CBA3YU C OCO3HAHMEM
ero ¢pusnuecKnx HegoctaTtkos. [Iporecc popmmupoBanus
HOBBIX )KM3HEHHBIX LIEHHOCTEN Y pOAUTEIIEN 3a4acTYIO
3aTATMBAETCS Ha MPOJO/KUTENbHBIIN CPOK. DTO ABIIE-
HJIe MO>KHO OOBACHUTbD MHOXKeCTBOM (PaKTOPOB, TAKMX
KaK 0COOHHOCTM IICUXUKI CAMUX POAMTeIel, HallpuMep
CIIOCOOHOCTD K IPUHATHUIO peOeHKa ¢ 0COOEHHOCTAMMI
pasBUTHUS, pa3HOOOpa3Hble PacCTPOIICTBA, CBA3AHHBIE
C OIIp€e€/IEHHBIMIY AaHOMANNAMU Ppa3BUTNUA, & TAK)KE BN~
sTHYe 00lIecTBa Ha CeMbI0 BO BpeMs B3aMMOJECTBUA
¢ okpy>atomumu [10].

B xopme muccefoBaHus MCUXOIOTMYECKOTO O1aromno-
Iy4¥s POJMUTENIeN], BOCIUTHIBAOINX pebeHKa ¢ orpa-
HUYE€HHbBIMIM BO3MOXHOCTAMU 340pOBbA, BbIABIIEHO,
4YTO pOOUTENN 3HAYUTENDBHO PEXE UMEIOT 6)'[]/[3](]/[6 MEX-
JIMYHOCTHDBIE OTHOULIEHNMA M BbIpa’kaloT 3a60Ty n mmopnp-
HEPXKKY LPYyIUM MI04AM. B cpaBHEHNM ¢ pOogUTeENAMU

ApxuB neguaTpun n geTckoi xupypruu Ne4 [3] 2025 roga @

3[OPOBBIX [IeTell, POAMUTENN, BOCIIUTHIBAIOLINE PeOeHKA
¢ OB3, yamje NCOBITBIBAIOT HELOCTATOK OLYILIEHNA Ca-
MoOpeanusanuy 1 pazodapoBaHue B Xnu3Hu. OHM pexe
CTPOAT NOBEPUTETbHBIE OTHOIIEHN I, OTPaHMYEHEI B BO3-
MO>XHOCTAX J/I TMYHOCTHOTO POCTA U VICIIBITHIBAIOT He-
YBEPEeHHOCTb B CIIOCOOHOCTY KOHTPONINPOBATD XKU3HB,
4acTO MOJaBasCch HEraTUBHOMY BO3JEICTBUIO 0O1Ile-
CTBEHHBIX HOPM I OLIEHOK OKpy>KaoIux. YeM croxHee
UM IPOTUBOCTOATD BHELIHEMY HABJICHNIO U IIPVHMMATD
CaMOCTOATE/IbHbIE PeLIeHM) s, TeM Yallle OHM UINYT CIIa-
CeHMsA OT CTpecca Yepe3 MeXaHM3MBbI IICUXONMOTIeCKON
3alUThl — OTPULIAHME PeaIbHOCTHU, OTBJIeYeHNe U daH-
tasupoBaHue [11].

Pe6GeHok u cembs
[IpyHUMasA AMarHo3, poOAMUTENN 4acTo (GOpMUPYIOT He-
OIIPaBJJaHHO ONTMMMCTUYHBIN B3IVIAJ HA IePCHEKTUBDI
pasBUTH CBOETO pebeHKa. Y Hux popMupyercs ybexe-
HIIe, 9TO JIeUeHe MOXKeT BePHYThb peOeHKa K IO/THOLIeH-
HOJ >KM3HU, BIIOCNIEACTBUM IPUBOZsLIee K CO3LAHNIO
MIQOB CeMbl, KOTOPbIEe MCKAXKAIOT peasbHYI0 KapTUHY
U 3aTPYAHAIT 3PPEeKTUBHOCTD JIeYeHMS U TepaleB-
Tinyeckuit nponecc. CeMbsi TepsieT BaXHOe BpeMsi, He-
ob6XofMMoe IJIs afjaliTaliuy PORMTENeil 1 X pebeHka.
CTONKHYBIINCD C IPUHATHMEM [VATHO3a, POAUTENN Iie-
PEXMBAIOT IIMPOKUI CHEKTP SMOLMIL: OT rOps, BUHBI,
CTpaxa, 0 palOCTI 1 TOPHOCTH 3a ycexu pedenka. Heo-
Hpefie/IeHHOCTD, CBsI3aHHas ¢ OyayIuM pebeHka, 00s13a-
Te/IbCTBO IPUHIMATD CIIO>KHBIE PellIeHNsI OTHOCUTEIBHO
nedeHus 1 0Opa3oBaHMS, YACTO CBSI3aHHbIE C BBICOKMM
[aBIeHMeM CTEepPEeOTUIIOB OOIlecTBa, MPUBOAAT K YCY-
ryO/IeHNI0 COCTOSHUA AucTpecca poputeneit. Vudop-
Malus O AMarHose peGeHKa 3alycKaeT LieJIblil PoLecc
TOpeBaHNUs y POAUTEIel, OLYIIAONINX HeCOBITOYHOCTD
MeEUThI O IOTHOLIEHHOM CEMENHON YXM3HU U CYACT/IMIBOM
OynyueMm peberka. OTCyTCTBME IOAMEP>XKU CO CTOPO-
HBI CeMbI 11 Ipy3eil YacTO MPUBOJUT K YYBCTBY ORVHO-
YyecTBa, 0e3HaleXXHOCTU U M3onMpoBaHHOCTU. VHOTHA
POLUTENN UCIIBITHIBAIOT BUHY 3a TO, YTO UX PeOEHOK po-
IVUJICSL C OTPaHMYEeHHBIMY BO3MOXKHOCTSIMU, YTO MOXKET
CIIOCOOCTBOBATh MEIPECCUM M CHIDKEHWMIO CaMOOLEH-
KI. OTO YYBCTBO BMHBI MOXXET BBI3BIBATb CTpEeMJICHUE
K TIOMCKY IIOATBEPXXMAEHNA WIM OIPOBEp>KeHMA HMa-
rHosa. HaBsi3umBas uzest copaBUTHCs C G€3BBIXOHOII
CUTyanyei BCeMI TOCTYIHBIMU CPeACTBAMU IPUBOLUT
K GOpMMPOBAaHMIO HEOIIPABIAHHBIX HAJIeXK]] Ha MeVIIV-
HY U Ha MHOXKECTBO HOBBIX U Pa3HBIX Bpaueil, KOTOpbIe
MOI/IU 6bl IOMOYb PeOEHKY ITOTHOCTHIO U3TeUNThCA [9].
IIcuxosMonMoHaIbHOE COCTOSTHME POIUTEINEN Cyle-
CTBEHHO B/INsET Ha MOJXOJ K BOCIUTAHUIO pebeHKa.
T. B.Jlo3a BbIfiensieT yeTblpe CTU/ISI BOCIUTAHNA B 3aBU-
CUMOCTH OT COCTOSIHMS ponuTeneil. B mepsom nmogxope
IpeficTaB/IeHns 00 YMEHNAX U CIOCOOHOCTAX pebeHKa
Y pomMTeNneil MCKaXKeHbl. MaTepy U3 JaHHO KaTeropumn
XapaKTepU3yITCs MOBBIIIEHHOI HAIIPS>KeHHOCTDIO 1 BbI-
PaXeHHOJ TPEBOXXHOCTBIO. TaKoll ITofgxo/, K BOCIIUTAHNIO
0OBIYHO 3aTparuBaeT BCeX YWIEHOB ceMby. Bropoit mopxop
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XapaKTepM3yeTcs TUIIONPOTEKLMe ¥ XOMOAHBIM CTH-
7ieM o61ieHus. B Taknx ceMbsx Hab/mofaeTcs Hernybokas
5MOILVIOHA/IbHAS CBA3b C pe0E€HKOM, KOMIIEHCYPOBAHHAS
HOBBIIIEHHO OBUTEIPHOCTBIO B BOIIPOCAX 3/[0POBbs
U Ype3MepHBIMY TPeOOBaHMAMY K CIenuanucraMm. Ma-
TEepU YaCTO IPOSB/IAIOT ATPECCHIO II0 OTHOIIEHNIO K MeJ[y-
LIVTHCKUM paboTHMKaM. Bojiee KOHCTPYKTHBHBII IOXOR
B BOCIIMTAHUY XapaKTepeH IS CTU/ISA COTPYAHIYECTBA.
B Takmx ceMbsX CYILIeCTBYeT Bepa U yOeXJeHue B CIO-
COOHOCTAX U HOTeHIIMaNe peOeHKa, OFHAKO 3TO CYIUT
pasodapoBaHIUe B CIy4yae HeTOCTVDKEHNA OXKIaeMbIX
pesynbTaToB. Pogurenn us aToi rpynmsl 4acto obpa-
MAIOTCA K Pa3/INYHBIM CIIEIUATICTAM, YTO OKa3bIBaeT
OTpMLIaTe/IbHOE BINAHNE Ha pasBuTHe peberka. YeTsep-
ThIV IIOJ X0, XapaKTepU3yeTCa aBTOPUTAPHOI ITO3UL e
pOnuUTeNelt U pelpecCUBHBIM CTUIEM OOLIEHNs B CeMbe.
Popgurenu TpebyioT oT pebeHKa 6€3yKOPM3HEHHOTO BbI-
HIOJIHEHN A BCeX 3a/IaHNIL, He IPMHMMAs BO BHIMAHIE €TO
VHAVBUya/IbHbIE CIIOCOOHOCTY VM OTPaHNYEHN S, @ TAK)KE
CKJIOHHBI K IIeCCUMUCTUYHOMY BOCIIPUATHUIO OYAYIIero
pebeHKa 1 yCTaHABIMBAIOT CTPOrMe TpeOOBaHM s, IPU-
MeH s HaKa3aHMs 3a X HeucronHeHne [12].

BerpenaioTcs ajleKBaTHbIE U Hea/leKBaTHbIE BAPUaHTBI
MaTepUHCKOTO OTHOomeHNA K feTaM ¢ OB3. ApgexBart-
HO€ OTHOIIEHNE MaTepy XapaKTepu3yeTcs MPUHATIEM
pebeHKa KaK TMYHOCTY, HECMOTPSI Ha ero IaTONOT WM.
[Ipy TakoM OTHOIIEHUY MaTh aKTUBHO MOAEP>KIBAET
pebeHKa U CIIOCOOCTBYET ero pa3BUTHIO, YTO MOTOXKMU-
TEIbHO CKa3bIBAETCS HA €T0 SMOIVIOHA/IBHOM COCTOSHIUM
U co3fiaeT GmaronpuATHYI0 arMocdepy B cembe. [Ipyroir
BapMaHT MAaTePUHCKOI O3V IIPOSB/IAETCA B OTKa3e
HPUHATb 0COOCHHOCTM peOeHKa, IIpU 3TOM aKLEHT Je-
JTaeTCA UCKTIOYNTETILHO Ha €T0 JIeYeHN, YTO IIPUBOJUT
K YIYIIEHNIO BO3SMOXKHOCTEN [JIs IOTHOLIEHHOTO 00yde-
HIA U pasBUTKA. MaTb, KOTOpas He CTPEMUTCS Ha/IaUTh
OTHOILIEHNUs C PeOCHKOM, OTPULIATEIbHO BINUAET Ha CBOE
3MOLIMOHAIbHOE cOCTOsAHMe. HealekBaTHOe MaTepIiHCKOe
OTHOLIEHVIE YaCTO BBIPAXKAETCS B TMIEPIPOTEKIIVIN U He-
HOJIHOM NPUHATUM peOeHKa, CO3/jalolleM JOIOTHUTEb-
HOe HanpspkeHue [13].

CeMbs, BOCHUTBIBaIOIasi pebeHKa ¢ 0COOEHHOCT-
MU Pa3BUTHS, HPEACTABIAET COOO0I CIOXKHYIO CUCTEMY
¢ IncPyHKIMOHABHBIMI XapaKTePUCTUKAMM, IPOSIB-
NAMIVMUCA Ha Pa3HBIX YPOBHAX: MICUXOMTOTUYECKOM,
COILIVIaJIbHOM M COMATM4eCKOM. BbIsAB/IeHBI 0011e 3aKO0-
HOMEPHOCTH IICUX03MOLIVIOHA/IBHOTO COCTOSTHIA MaTepeit
TaKMX jeTeil. MaTepu nmepexXnBalT BBICOKUI YPOBEHD
NUYHOCTHOI ¥ CUTYaTUBHOI TPEeBOXXHOCTU. MaTepu nopi-
POCTKOB C OTPaHIYEHHBIMY BO3MOXKHOCTSAMM 30POBbS
9acTO MCIBITBIBAIOT 6ECIIOKOIICTBO O OyAYyIeM 1 CUIbHOE
YyBCTBO BMHBL. MaTepy, CKIIOHHbIE K TUIIepOIIeKe, Hepefl-
KO JIEMOHCTPUPYIOT 4epThl MHPAHTUIBHOCTI, YTO BefleT
K HeCTabMIbHOI CAMOOLIEHKe, TPYAHOCTSIM B IIPUHATUN
pelIeHn i, BHYIIAeMOCTY, MUCTV(UKAIUY Y CTPEMJIEHIIO
HepeK/IafibIBaTh OTBETCTBEHHOCTb. OHY TaK)Ke CIIOCOOHDI
U3BJIeKaTh BTOPMYHBIE BBITOABI VI3 CBOMX OTHOMIECHNI,
9YTO OTpa)kaeTcsA Ha MX CYHpPY)KecKoil Xn3Hn. Yacro Ta-

KJie MaTepy HOTPY>KaloTCA B CAMOM3OMALNIO, 00BACHAA
3TO PasHOOOPA3HBIMM NMPUYNHAMY, BBI3BAHHBIMY MHO-
J)KECTBOM MaTEePMHCKUX TpeBOT. Marepnu fieTell ¢ Hapy-
HIEHMAMM B Pa3BUTUM HEPENKO MCIBITBIBAIOT 9MOIN-
OHaJIbHBIE PACCTPONICTBA ¥ TIOBeleHYeCKIe IIPOOIeMBI,
KOTOpBIe He CIIOCOOCTBYIOT 6/IarONPUATHOMY Pa3BUTHIO
nx mgereit [14].

Pomurenn, socnuroiBatomue gereit ¢ OB3, xapakrepu-
3YIOTCsI TPEBOXKHO-CEHCUTUBHBIMY Y€PTaMU TMIHOCTH
U IEPEXMBAIOT aCTEHO-ENIPECCUBHbIE COCTOSHI S, MO-
IIVIOHA/IBHYIO0 JIAOVMTBHOCTD, NIIOXOHApUI0. CollManbHO-
IICUXOJIOTUYEeCKas alalTalua POAUTENEN 3aTpyIHEHA
B CBA3M CO CKIOHHOCTBIO K SMOLIOHA/IbHOM HEYCTOINYM-
BOCTM ¥ HeBpOTM3auuu. PopuTenn MCObITHIBAIOT TOfIA-
BJIEHHOE HaCTPOEHME U NEPEHATIPSAKEHNE, BBISBAHHBIE
HEY/IOBIETBOPEHHOCTBIO ITIOTPEOHOCTEN B JOCTVKEHNN
ycIiexa, caMopeannsaluy U aKTUBHOCTH. JIMIHOCTHOE
BOCHPUATIE POAUTENAMM XapaKTe€PU3YeTCSA CHUXKEHHBIM
3MOLMOHATLHBIM (POHOM, TPEBOXKHOI COCPEJOTOYEeHHO-
CTBI0 Ha IIPOLIIOM U Oy[yIueM, HeIPUHATHEM pebeHKa.
VX KoMIIEHCaTOpHbIE pPeaKUUM MPOABAATCA B COLU-
a/IbHOV M3OMALMM, CBEJEHUN YCUIUIT K MUHUMYMY, U3-
6eranuy mpobnem. Kpome Toro, Takme pogureny MOryT
NEeMOHCTPUPOBATH HOBBIIIEHHYIO Pa3iPa>kUTEIbHOCTD
U SMOIIVIOHA/IbHOE UCTOLIEHNE, YTO CKa3bIBAETCA Ha B3a-
MMOOTHOIIEHNAX B ceMbe [15].

DaxTOpbl, BIUAOLINE HA ICUXOTOTMYECKYI0
aflanTalNIo poguTenen

VccnegoBaTenn WCIONMB3yIOT KOMIIEKCHYI0, MHOTO-
MEPHYI0 MOJe/b [ ONUCaHUA (PaKTOPOB, BAVAIOLINX
Ha IICUXO/MIOTMYECKYI0 aflallTallMI0 POAUTENell, BOCIN-
teiBaomux gereir ¢ OB3. K mepBomy dakropy oTHO-
CUTCS TSDKECTb CTPeccopa ¢ Y4eTOM JOIOMTHUTENTbHBIX
JKU3HEHHBIX TPYAHOCTEll, HAIlpyMep TsXKeNnoe COCTO-
sHue pebeHKa M pasBopj poputesneir. BropeiM daxro-
POM, BIMAIOIINM Ha afANTALUI0 POSUTETIEN, IPUHSTO
CYNTATh BHYTPEHHUE U BHELIHME PeCypChl CEMbM, Ta-
K1e Kak caM03(pPeKTMBHOCTD U COLMaTbHAS MTOAePK-
Ka coOoTBeTCTBeHHO. K TperbeMy dakTopy OTHOCKUTCA
OLleHKa CUTyal[uy M ee MO3UTUBHOE M/IM HEraTUBHOE
Bocnpusitrie. YeTBepThIM PaKTOPOM SBISAIOTCS CTpaTe-
T COB/IAZIAIOLIETO IIOBENEHM S, KOTOPbIE MCIIONb3YIOT
pomutenu mist ajanrtanuu. JJaHHAs MOJENb OIpefess-
eT alallTaIMIo0 KaK IPOIecC, a He pe3y/IbTaT, B KOTOPOM
B3aJIMOJIEJICTBYIOT CTPECCOPBI C OHOI CTOPOHBI, U CIIO-
COOBI COBIAZaHMS CO CTPECCOBOMN CUTYalMel, BAPUAHTDI
PpelleHNsI CTIOKMBIIETICS TPo61eMbl — C ApyToii [7].
[Tporecc aganTanuy BO MHOTOM OIIPeIesieTCsl NH-
AVBUAYaIbHBIMY IICUXOMIOTMYECKUMY XapaKTepUCTIKaA-
MM ¥ YPOBHEM IMYHOCTHOrO pa3Butusa. OH oTpakaeTcs
B 3¢ (PeKTUBHOCTY pabOThl MEXaHM3MOB 3aIUTHI, PEry-
MMPYINX peaknuy Ha crpecc. CodeTaHUe COIMaNbHO-
[ICUXO/IOTMYECKNX U Omomorndeckux GakTopoB BIMSI-
10T Ha afIallTAl[MI0 POUTeEIeil K 3a00eBaHMIO pebeHKa.
K ncuxonornyecknm GpakTopaM OTHOCSTCS OIBIT, TEM-



IIepaMEHT, XapaKTep POJUTENeil, yCTAHOBKI INIHOCTIL,
KOIIMHI-CTPATEr ¥, HABBIKM OOLIEHNs, CAMOOI[EHKA.
Dusnonornyeckue GaKTOPbI BKIOYAIOT TPOJOKUTENb-
HOCTb 60/Ie3HM peOeHKa, TPYFHOCTI C TepaneBTIYeCKIMU
BMeLIATe/IbCTBAMMI 1 JUATHO30M. MUKpPOCOLMaNbHbIe
bakTOpHI KACAITCS AUHAMUKY M CTPYKTYPbI CEMb,
BKJIIOYAIOT CeMEITHYIO CIIOYeHHOCTb, SMOLMIOHA/IBHYIO
OT3BIBYMBOCTD OIM3KUX, OTHOLIEHVS] POIUTENb — pebe-
HOK, TTOfilepyKMBaoIye coobiiectBa. MaKpoCoIanbHbie
(baKTOPBI BK/TIOYAIOT PENUTUO3HBIE M STHUIECKIE HOPMBI,
[IEHHOCTY KY/IBTYPBI, KOTOPbIE YeTOBEK BOCIIPUHNMAET
[16]. Tem He MeHee, KaK y>Ke ObIIO OTMeYeHO BBILIIE, IOKa-
3aHO, YTO B CEMbX, BOCIIMTHIBAIOLINX I€TEl C MOBEEH-
4eCKMMH IpobieMaMy, YPOBEHDb CTpecca 3HAUUTe/IbHO
BBILIIE, J1, TI0 CYTY, PORUTEIBCKII CTPECC — 3TO IICUXOIIO-
rudecKas peakiys Ha 00s13aHHOCTH X pebeHKa, 3a KOTO-
pble POJUTENN HECYT OTBETCTBEHHOCTD. [loBCcegHeBHBIE
3a00TBI, TaKMe KaK eXKe[THeBHOE KOPMJICHNE, YXOJI, TPaHC-
HOPTUPOBKA, JOCYTOBasI IESITe/IbHOCTD, COIIPOBOXKEHIE
K eeKTOJIOTY, IICUXOMIOI'Y MOI'YT CO3[aBaTh CUTYyaIUH,
B KOTOPBIX pOAMUTeIN OYAYT 4yBCTBOBATD 3aMelIaTeNb-
CTBO, YCTa/IOCTbh, pa3odapoBaHue. JlaHHbIe eXXe[JHEBHbIE
3aJa4y CTAHOBSITCS ellie 6ojlee CTPeCCOBBIMM, eCiu pebe-
HOK IPOSIBJISIET OBEIeHYECKIE TIPOOIeMbI, TAaKIe KaK WUT-
HOpMpOBaHIUe, u3beranme, HeroBMHOBeHMeE [17].

Connanbubie GaKkTOPBI
BBI/I0 BBISIB/IEHO, YTO HOMTOXKUTENBHBIM (HAKTOPOM, BIIN-
SIIOLIMM Ha QfIallTAl[UI0 PORMTENIEN, SIB/ISETCS COLMAb-
Hasl MOAAepXKKa. Tak, OTCYTCTBME OCY>KAEHUS, JUCKPH-
MUHaLuy, OY/IIMHTA, a TAaKXKe HMOfIEePXKKa CO CTOPOHBI
O/1M3KVX HOBBIMIAIOT PECYPCHOE COCTOSHME, (PYHKIIMO-
HUPOBaHIME CEMbH, KaueCTBO JKM3HM U CHIDKAIOT POLHU-
TeNIbCKUI CTPECC, JePeCcCUIo, TPEBOXKHOCTBD [18].
YoBIeTBOPEHHOCTb OPAaKOM TaKXXe SIBIsIeTCs pak-
TOPOM, BIMSIONUIMM Ha aalTAINI0 K 60/Ie3HN pebeHKa.
Huskas yoB/IeTBOPEHHOCTb OpaKoM HaO/MI0aeTcs B BbI-
6opKe popKTesell ¢ BLICOKMM YPOBHEM Jie3alaliTUBHO-
CTH, IPUYEM >KEHIVHBI Yallle HeyTOBIeTBOPEHbI OpaKoM,
4eM MY>K4MHBI, IOCKOIbKY OO/IBIINHCTBO CeMeil IMEIOT
MICKa>KEeHHYI0 POJIEBYI0 CTPYKTYpYy. /i popuTeneit cra-
HOBUTCSI IPUOPUTETOM JIeI€HNE Y BOCIIUTaHMe pebeHKa
C OTpaHNYeHHBIMY BO3MOXXHOCTSIMU 3[[0POBbsI, KOTOPOMY
yAensieTcs MHOTO BpeMeHU, CUJT ¥ BHUMaHusA. [Ipu sTom
CHIKAETCS IICUXOTEPATIeBTUIHOCTD OOIEHN S MEX/Y PO-
AUTENSIMIU, YTO OOBSICHSIETCSI HECOPa3MEPHOCTBHIO B KO-
NM4eCTBE SMOL[MOHATBHON MOALEP>KKYU U TOTPEOHOCTHIO
B Heill. [InutenpHas peabumurarus u 601e3Hb pebeHkKa
OTPUILATE/IbHO BAUSIOT Ha 00pa3 cembn. HYacto pomure-
IV ICTIBITBIBAIOT 3aBUCTh K CEMbSIM, BOCIUTHIBAOIINM
3[OPOBBIX JieTell, YTO CO BpeMEHEM YCUINBAET YYBCTBO
HEYJOB/IETBOPEHHOCTY CEMENHOM XM3HbIO, JaXKe IIPU Ha-
JIMYNY B3aVIMOIIOHVMMAHUA U OBEPUSI MEX/Y CYIIPYTaMIL.
Oco6eHHO TPYAHO MJEeT HMPOLeCC afallTAlluU B TeX
CeMbSX, IJle POSUTENN CKIOHHBI BUHUTD Cebst Mu pe-
Oenka B coxuBuIeiicsa cutyauun [19]. Cembu, rae pac-
Ipefie/ieHNe pojiet 4eTKOe U IOHITHOE, HO He 3adUKCHpPO-
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BAHO 32 KOHKPETHBIMY WIEHAM, JTy4Ile aflallTUPYIOTCA
K 607e3nu pebenka. KoHPMUKTHOCTH HapacTaeT B TOM
ciydae, KOTZIa po/Iy BOBCe He YCTaHOBIeHBl. Cymnpyru
UCIIBITBIBAIOT HEJJOBO/IBCTBO B CBA3M C TEKyIell CUTYa-
Iyeil, HO He HaXO[AT CI0C00a ee PeInTh, YTO IIPUBOINUT
K ycyryOneHnio KOHQINKTA M HAPACTAHUIO HAIIPsiKe-
HIA, 3aCTaB/IAA CYIIPYTOB AeICTBOBATh Hea((HEKTUBHO
" 3MOIMOHaIbHO. [Tpy 3TOM XecTKoe 3aKperieHne poseit
MeIIaeT Ae/IerMpoBaHNI0 005I3aHHOCTEN BHYTPU CEMbH,
Y TIPK TSDKETIOM 3a60/IeBaHMY pebGeHKa VICIIONTHEeH e CBOUX
06s13aHHOCTEV! 63 IOMOLIM APYTUX CTAHOBUTCS Masoad-
dextuBHBIM [20].

DaKkTOpbl MAaKPOCOIMATIBHOTO YPOBHS, BO3/I€IICTBY-
IOIVe Ha afJallTallNi0 POLUTENIel, OTPaXKaIOT, 4TO B aK-
LEHTUPYIOLUX Ha YCIIeX, IOCTVKEHUS U COBEPIIEHCTBO
Ky/IbTyPaX ypPOBEHb SMOLVIOHA/IbHBIX HAPYIIEHNIT CPeN
pomMTesnel OKa3bIBaeTCA BbIlIe. DTO MPUBOAUT K YMEHb-
IIEHVIO [JOBEPUTEIBHBIX OTHOLIEHWIT MEX/Y CeMbeil 1 06-
I[ECTBOM, 4YTO, B CBOIO OY€pPe/ib, YCIOXKHAET IPOPAbOTKY
amorunit [21].

JonmonHuTenbHbBIM (PaKTOPOM pUCKA COIMANTBHO-
IICUXOJOTVYECKOI [Ie3afalTalluy PORUTENEN IeTel
C OTpaHMYEeHHBIMU BO3MOXKHOCTSIMU 3[JOPOBbSI SABJISIOTCS
nep@eKIMOHNCTCKIe HOPMBI OOIeCTBa, BI3bIBAIOLINIE
cTpecc y poputenei n geteil. PaKTOpbl MaKpOCOLMAIb-
HOTO YPOBHS IPOSB/IAIOTCSA B YCTAHOB/ICHNN CTAaHIAPTOB,
He[loCATaeMbIX IeTbMI, BO BHEIIHEM Buje, 06pa3oBa-
HUY, TIOBefeHNI. PeOeHOK ¢ 0COOEHHOCTAMM PasBUTHS,
YYUTBIBAS €T0 MICUXNYIECKOe Y COMATIYeCKOe COCTOSHIIE,
CTaJIKMBAETCS C MHOYXECTBOM OT'PaHIYEHNII B IIPOrpaMMe
U TeMIe o0y4eHnA. MHOTMe 13 HUX OTTOPOXXEHbI OT 00-
IIeCTBA, IOCeMIasl TONbKO KOPPEKLVOHHbIE YUPeXKTeHN A
Y HaXOfISICh Ha oMalIHeM oOydeHnn. Jacto noseneHme
pebeHKa, ero BHEIIHNUIT BUJ M YPOBEHb TOCTVKEHNIA B 110-
3HaBaTEe/IbHOM U (PU3NYECKOM IIaHEe He COOTBETCTBYET
BBICOKVM CTaHJApTaM COLMYMa, YTO IPUBOAUT K CO3HA-
TEeTbHOMY VJIVI HEOCO3HAHHOMY CPaBHEHUIO POJCTBEHHI-
KaMI1 ¥ OKPY>KAIOIVIMU C IPYTUMMU IeTbMM [22].

IIcuxonormyeckas aganramus
[IpobnemMa HCUXONOTMYECKOI afjallTAliMM MOXKET pac-
CMAaTpMBaTbCA TOf, YINIOM CTpaTeruil COBIAJAIOLIETO
[IOBEfIeHN s, KOTOpPble IIPECTABISIOT CO00Il MHANBHU-
LyaJbHbIe CIIOCOOBI pearvpoBaHNs HA M3MEHMUBIINeE-
csl yC/IOBUS OKpY>Kalolllell cpenpl. B HacTosAmee BpeMs
MICCTIEIOBAHO MHOXXECTBO MEXaHM3MOB I CIIOCOOOB
IIpeooneHn A pr,E[HOCTef/'I, BbI3BAHHBIX CTPECCOBBIMU
CUTyalUMAMM, OFHAKO HA JAHHBII MOMEHT He y[JaeTcsd
BHECTHU SCHOCTb B BOIIPOC O TOM, KaKOJ IPU3HAK CNIy-
JKUT 3HAYMMBIM KPUTEPMEM YCIELMTHOTO COBIANAIOLIETO
IIOBEOCHMA B KOHTEKCTE TICUXOTIOTUYECKOI afgarTanonum
mmaHOCTH. IIpefmnonoXurenpHo, ceMeiiHble (DAKTOPBI
UTPAIOT KIIOYEBYI0 PONTb B (POPMMPOBAHUM JIMYIHBIX
KOIIMHI-pECYpPCOB U MHAMBUAYA/TbHOIO CTUJ/IA KOIIMHT-
roBefeHns [23].

Crpareruu coBlajamolLIero MoBeAeH s 3aBUCAT OT KOH-
TEKCTa, IOCKOJIbKY KaK Cpefia, TaK ¥ CTPeccop B JaHHOM
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cpefie OKasbIBAIOT BIIMSHIE Ha VICIIONIb3yeMYI0 CTPATeT o
COB/IaflaHMUsI, KOTOpPasi CO BpeMeHeM CTAHOBUTCS MpPHU-
BBIYHOII. PasnnyHble MHCTPYMEHTEI, IIpeIHA3HAYeHHbIE
1S UI3MEPEeHM A KOIMHT-CTPATEeTnil, ICIIO/Nb3YIOT MIKa-
JIBI ¥ KJIACCUPUUMPYIOT UX IO OIpPefie/IeHHBIM MOJX0-
JaM, CTpaTerusaM U CTWIAM. Pa3ninyaioT No3UTUBHBbIE,
VI afallTUBHbIE, CTPATeTMH, BKIIOYAIOLIVE IO epKa-
HJe COLIVIa/IbHBIX CBsA3ell, KOTOPble CHIIKAIOT PORUTENb-
CKMII CTPECC M YIY4YIIAI0T Ka4eCTBO JKM3HU PORUTENIEN,
U HeTaTVBHBIE, HeaJalITUBHbIE CTPATeT NI, TaKye KaK yIo-
TpebieHe a/IKOTO/Isl, HAPKOTUKOB. AJJAIITUBHbBIE CTpaTe-
TUU IIPEONOJIEHNA TPYAHOCTEN BK/IIOYAIOT B e Moy Je-
HJE COLMA/IBHON NOAEPKKY, KAK SMOLMOHA/IBHON, TaK
Y MTHCTPYMEHTAJIbHOM, IIPUHATHIE CUTYAL[UY, IO3UTUBHOE
MepeoCMBbIC/IEHME U aKTUBHBIE JIeICTBUSA [JIs1 pPelIeHU s
npo6nem. HeaanTBHbIe HABBIKY COB/IAfIAaHMUS CO CTPeC-
COM IIPOSIB/IAIOTCS B BUJIE YIIOTPeOIeHN s ICUXOaKTUBHBIX
BeIleCTB, n3beranns npobaeM 1 OTPULAHUS PeanbHO-
ctu. Takoke BBIJENSAIOT CTpaTerny, OpUEeHTUPOBAHHbBIE
Ha pelleHye IpobieMbl, Ha U30eraHue U Ha IPOXKMBaHe
3MOLMIL, KOTOPbIe ObLIN CBA3AHBI C 60/Iee HUSKMM YPOB-
HEM CTpecca Cpeiul poauTenell, BOCHUThIBAOINX [AEeTeN
c 6onee TsKenmpiMu cumnToMamu [24]. Hekotopbie nccre-
JOBaTeIM pacCMaTPUBAIOT KONMHI-CTPATeTNM B paMKax
06111ert IKasIbl AJAIITUBHOCTH, B KOTOPOII BBICOKIE OasI/Ibl
10 /1100071 MOJIIKaJIe B U3MePIOIeM UHCTPYMeHTe Oy-
IYT MHTEPIIPETUPOBATHCA KaK IIOJIOKUTETbHbIE C TOYKN
3peHus COBIaJJaHMUs CO CTPeccoM [25].

Crnoco6sl pearnpoBaHusi Ha CTPECC MO3BOJISIOT 1€/10-
BEeKY COPMEHTVPOBATbCSA B CUTYALIUN CTPECCOBOM YTPO3BL.
KomnuHr-crparernn 4acTo fieisATcs Ha Be oO1Iie IPYILIbL:
9MOIIVIOHAIbHO OPYEHTVPOBaHHOE IIPEOfioIeHIe, HallpaB-
JIEHHOE Ha CHUD>KeHYe MV KOHTPOJIb HeraTUBHBIX Iepe-
JKMBAHUN U3-32 UICTOYHUKOB JUCTPecca, HallpUMep JUC-
TaHIMPOBaHue, n3beraHue, OTPUIIAHNE, CAMOKOHTPOIIb,
HO3NUTYBHAS ITepeOLieHKa CUTYALVIN, IPUHATE OTBETCTBEH-
HOCTH, TIOVICK COL[MA/IBHOI TOAIEP>KKI, KOTOPO€E OOBITHO
IPYIMEHAETCA B CUTYalVAX HeOIPele/IeHHOCTH, CBA3aHHBIX
CO CTpeccoM, KOTfja Yel0BeK OIyIaeT OrPaHNYeHHOCTD
CBOMX BO3MOXXHOCTEJ B IJIaHE VI3MEHEHMS CTPECCOBBIX
YCTIOBUIL; ¥ IPO6/IEeMHO-OpUEHTUPOBAHHOE IIPEOfOTIEHNE,
OPMEHTPOBaHHOE Ha BBISB/IEHNE CTPECCOPOB, AaHAIN3 CU-
TyalNy, ITOUCK IIPaKTIYeCKUX pemenHni [26, 27].

B uccnepoBanye AMHAMUKY COB/IAZIAIONIETO [TOBEIEHIS
ponuTeiet, BOCIUTHIBAIOIINX PeOeHKa C OrpaHIYeHHbBIMMI
BO3MOXXHOCTAMM 3[J0POBbSA, BBIAB/IEHO, YTO B CUTyaL[NN
XPOHMYECKOTO CTpecca MPOUCXOAUT 3aMeHa alallTUB-
HBIX KOIIVHTOB, CPOKYCHPOBAaHHBIX Ha PEIIeHUN KOH-
KpPeTHBIX IIPO6jIeM, MeHee aleKBaTHBIMU CTPATETUSIMII,
IZle 9MOLMOHAJIbHAS COCTAB/IAOIIAs 3aHMMAaeT JOMVHU-
pylolee monoxxeHue. Pogureny npuberaorT K KOMMHT-
CTpaTerny JUCTAHLVPOBAHNS, CHUXKasl BaXXHOCTD IIPO-
671eMbl B ITpoLiecce MpUHATHA cBoel cutyaryn. HecMoTps
Ha IIpYMeHeH Ve TI0JIOXKUTEIbHO epeOl|eHKY, OHY Yallle
IpuberaiT K cTpaTernsaM usberanns 1 KOHQPOHTALUIL.
B xopie nccnenoBaHus y pofuTesieil BbIsBIEHO 9HEproche-
peraoliee OBefieHNe, XapaKTepu3ylolleecs CHIDKEHIEM

COILIVIa/IbHBIX KOHTAKTOB I10 IIPUYMHE 9MOLMOHA/IBHO
U GU3NIECKOI YTOM/IAEMOCTH, YYBCTBA BUHBI, BBIHYXK-
IleHHOTO offmHOo4YecTBa. Ob1eH e, KaK IPaBIUIO, IPONCXO-
INUT C POSUTENTSIMY, UMEIOLIVIMI CXOXK1e TpobieMsr [28].

Cpepu poputeneli, BOCOUTHIBAIOINX JIeTeil C HApPY-
IIeH)eM PasBUTHUs, Yallle MCIOIb3YITC MPOOIeMHO-
OPMEHTMPOBAHHbIE CTPATErUM, YeM SMOILMOHATbHO-
OPMEHTHMPOBAHHBIE, YTO IIO3BOJISIIO CMATYUTD CUIBHOE
B/IMSTHME CTPecca Ha alaliTaliMIo U CyObeKTUBHOE O/1aro-
nonyuue [29-31]. B vacTHOCTH, KOTZa Y pebeHKa ¢ Hapy-
IIeHVeM Pa3BUTI HaOMIOamNCh 6osiee cepbe3Hble PYHK-
LIVIOHA/IbHBIE OTPAaHIYEHN I, MaTePY, Yallle IIPYMEHIOIye
BBICOKJE YPOBHU IPO6/IeMHO-OPUEeHTPOBAHHOTO CO-
BJIaJjaHusA, C TeYEHNEeM BPEMEeHU VICIIBITBIBAIN CHIKe-
HIle ypoBHs flennpeccun. HanpoTus, npeo6iaganme sMo-
L[MIOHA/IbHO OPMEHTUPOBAHHBIX CTPATETUil IPUBOANIIO
K YBE/IMYEHUIO IICUXOJIOTMYECKOIl HaIPY3KU C TeYeHVeM
BpeMeHU, 0COOEHHO KOTfa y ieTelt Ob11u 6osiee cepbesHble
orpanndenus. Kpome toro, 6b1710 BBISIB/ICHO, YTO OIIpe-
[le/IeHHbIe CTPATeruy COBIafaHus, TaKye KaK IIaHU-
poBaHNUe M MO3UTUBHAA MEPEOLeHKa, CIIOCOOCTBYIOT
YMEHBIIEHNIO BIVAHNUSA HAaTPY3KMU IO YXOAY Ha CUMIITO-
MBI JIelIpecCcu y MaTepell, BOCHUTBIBAIOLINX pebeHKa
C YMCTBEHHOII 0TCTanocThio [29]. Cpenu MaTepeit 6oree
BBICOKMIT YPOBEHb CyOBEKTMBHOTO 6I1arONONTy4ns I0-
JIOKUTETTBHO KOPPENMPOBAJI C BBICOKMM YPOBHEM II03U-
TUBHOII IIePeOLleHKM, TOTa KaK YacToe UCIIOIb30BaHNe
cTparerum 6ercTBa — u3beraHus, HAIPOTUB, CHIKAJIO
YPOBEeHb CYOBEKTUBHOTO 6/1ar0mnonyunsi. IMOLMOHAIBHO
OPMEHTMPOBaHHbIE KOIMHTI-CTPATeI NN, TaKe KaK IpUHI-
TIIe )KeJIaeMOT0 32 IeJICTBUTENIbHOE, OeTCTBO OT IIPOo6IeM,
AMUCTAHIVPOBAaHME HETaTVBHO BIMUSAIOT Ha IICUXOJIOTYe-
CKYIO a[JallTAlUIO ¥ CyOBEKTUBHOE O/1aronony4ne.

[IcuxokoppeKLuMOHHas paboTa C POLUTENSAMHU, BOC-
nuThiBalomuMy feteit ¢ OB3, nMeeT HalpaB/IeHHOCTD
Ha TapMOHU3ALMIO JIETCKO-POAUTENbCKIX OTHOLICHNIA,
KOPPEKIIVIO Hea/JeKBaTHBIX NTOBEAEHIECKUX M IMOLMO-
HaJIbHBIX peaKLUI pOAuUTeNIeN, BOCIUTHIBAIONX AETEN
paHHEro Bo3pacra C OrpaHMYEHHBIMI BO3MOXKHOCTSMMU
3n0poBbsA. OXugaeMbIMI pe3ynbTaTaMU B3auMOfeli-
CTBHUs CO CHeLMaNuCcTaMy OyyT ONTUMU3ALUA HETCKO-
POAUTENBCKMX B3aMMOOTHOLICHNIT, KOPPEKIIVS HeafleK-
BaTHBIX MTOBEJEHYECKUX ¥ HMOL[MOHA/IbHBIX peaKLNil
pOnmMTeNIeil feTell ¢ OTpaHNYEHHBIMU BO3MOXXHOCTAMMU
3I0pOBbs, 00yUeHMe POAVTENIEN IICUXOIOTNYEeCKUM IPU-
eMaM CaMOpeTy/IALNY, a TaK)Xe GOpMUpPOBaHIE Y POfU-
Tesel akTUBHO >XM3HEHHO MTO3UIIUN.

BrpiBogbI

1. Ilcuxomornveckas agantanus poguTeseil npu 60-
JIe3HU peOeHKa — 3TO [INTEIbHBIIL IPOLeCC, TPeOYIoInit
BpeMEH, BapbUPYIOLINIICA B 3aBUCYMOCTY OT UHIVIBULY-
aJIbHBIX YEPT POJUTENEN, JOCTYIIHON NOJIEPKKM U 0CO-
OeHHOCTEII 3a00/1eBaHMs pebeHKa.

2. ApganTanyst BKII04aeT B cebst IPUHSITIE CTIOKMBILENICS
CUTyaLuy, paboTy HaJi CTPECcCOM ¥ TPEBOTOIL, a TAK)Ke pas-
BUTHE aJalTUBHBIX CTPATETNI COB/IAJJAHNA C TPYSHOCTSAMIL



3. Pogurenu, BocuutsiBamwiue pedbenka ¢ OB3, mepe-
JKMBAIOT IIMPOKMI CIIEKTP SMOLMIA, TAKME KaK rOpe, CTPaXx,
BUHY, TPEBOI'Y, pa304apoBaHue, TOPHOCTb 3a yCIIeXU pe-
0eHKa, KOTOpbIe OTPA’KAITCS Ha UX [ICUXOTOTMYECKOM,
COILIVIaJIbHOM M COMAaTU4YeCKOM YPOBHAX (PyHKI[MOHUPO-
BaHIsI, BIVUSIOT Ha CTU/Ib BOCIIUTAHUs peOeHKa U ajiar-
TaLMIo K €ro O0JIe3HN!.

4. Ha aganTanuio popuTeneit BIUAT GUUOIOrnye-
ck1e GAKTOPBI: COCTOSIHME U TSKECTDb 3a00/IeBaHMs pe-
OeHKa; MHAVBIYaIbHO-IICUXOIOTMYeCKIe: IMIHOCTHbIE
YepThl, TEMIIEPAMEHT, KOIIMHT-CTPaTeTUM pofuTesIelt; Ma-
KpocoLMajabHble 1 MMKPOCOLMA/IbHbIE, OXBaThIBAKOL /e
KaK CTPYKTYPY ¥ AMHAMUKY CeMbl, TaK U LIEHHOCTHU 00-
11eCTBa.
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KJIMHWYECKUIM CNYYAR

C pedepeHTHOrO HyCMHEpCEeHa Ha BOCIIPOM3BeJeHHBIIA.
OIbIT NpUMEHEHN Y TALVIEHTOB JIETCKOTO BO3PaCTa
CO CIIMHAJIBHOV MBIIIeYHOI aTpodueit B MOCKOBCKOI

obmacTu

A.A. CmupHoBa, M. A. IlIBenosa.

IbY3 MO «Hay4Ho-uccneaoBaTeNbCKUIA KIIMHUYECKUIA MHCTUTYT AeTcTBa MuH3apaBa MocKoBcKoi obnactu» (yn. KoMuHTepHa,

I.24a, r. Mbituwm, 141009, Poccus)

PesioMe

B Poccumn akTMBHO HauMHAOT NPUMEHATLCSA BOCMPOU3BEAE€HHbIE
NeKapcTBEeHHbIE NpenapaTbl POCCMICKOro NpousBoacTBa. B cTa-
Tbe NpeAcTaBieH onbiT MocKoBCKoW 0bnacTv nepesoa fLeTei
CO CNWHaNbHOW MbILLEeYHON aTpoduen ¢ pedepeHTHOro npena-
paTa Ha BOCNpou3BeleHHbIN HYCUHepCeH. B kayecTse npumepa
OMKUCaH KJIMHWUYECKUIA CNyyaii NPUMEHEHNs BOCTIPOU3BELEHHOM0
POCCMICKOro npenapaTta HycuMHepceHa y pebeHKa Co BTOPbIM
TUMNOM CMMUHANBHOM MbIWEYHON aTpoduu, MosyyaBLIero pa-

Hee MaTOreHeTUYECKYK Tepanuio pedepeHTHbIM NpenapaToM
HYCMHEPCEH W NPOLOJIKUBLLErO Tepanuio BOCNIPOU3BEAEHHBIM
HycuHepceHoM. lpeAcTaBneHa NoNoXuUTeNbHasA AMHAMUKa CO-
CTOSHUSA [ABUTaTeJIbHOM aKTUBHOCTW pebeHKa Ha oHe NieyeHus,
OLeHMBaeMasi C WCMO/Ib30BaHUEM (YHKLMOHANbHBIX [BUra-
TenbHbIX WKasn. [pofeMoHcTpupoBaH bnaronpuaTHbI Npodub
be3onacHoCTM BOCNPOMU3BEAEHHOTO HYCMHEPCEHA POCCUIACKOrO
NPOM3BOACTBA B ONMMUCAHHOM KJIMHUYECKOM CNyYae.

KnioueBblie csioBa: CNHaNbHas MbllleyHas aTPOd)VIFI, natoreHeTu4yecKasa tepanud, HyCMHepCeH, 3CI)¢EKTVIBHOCTb, be3onacHocTb
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nusinersen treatment in pediatric SMA patients
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Abstract

Generic drugs manufactured in Russia are increasingly being
used in clinical practice. This article describes the experience
of physicians in the Moscow Oblast of Russia in transitioning
children with spinal muscular atrophy (SMA) from the reference
formulation of nusinersen to its generic equivalent. We present
a clinical case involving a child with type 2 SMA who initially

received pathogenetic therapy with the reference nusinersen
and was subsequently switched to the Russian-manufactured
generic formulation. Improvements in motor function observed
during treatment, as assessed by standardized functional motor
scales, are reported. As a result, the Russian generic nusinersen
demonstrated a favorable safety profile.

Keywords: spinal muscular atrophy, SMA, pathogenetic therapy, Russian-manufactured generic nusinersen, efficacy, safety of
Russian generic nusinersen, efficacy of Rus-sian generic nusinersen
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BBengenue

[TpokcumanbHasl CIIMHANIbHASL MblledHas: aTpodus 5q
(CMA) — Taxenoe ayTOCOMHO-pPeLeCCHBHOE HEPBHO-
MBIIIeYHOe 3a00/IeBaHMe, XapaKTepusylolleecs IIpo-
ITpeCCUPYIOLIMM  CUMITOMAaMM BsJIOTO Iapannmda
U MblleyHol arpodun. B 95% cnydaeB 3aboneBanue
pasBUBaeTCA B pe3ynbTaTe fiellequy 7-TO 3K30HA IeHa
SMNI B TOMO3UTOTHOM COCTOSHUY, YTO IIPUBOJUT K Jie-
¢unutTy 6enka BBDKMBAEMOCTY MOTOHepoHOB (SMN).
Hepocrarounocts 6enka SMN BbI3bIBaeT IOCTENEHHOE
paspylleHVe MOTOHEPOHOB NIEPESHNX POTOB CIMHHOTO
MoO3ra 1, KaK ClIe[iCTBIE, IPUBOIGUT K IPOrpecCUPYIOIeN
aTpoduM CKeJIeTHO MYCKY/IATYpPBl M TAXKEIbIM >KM3He-
YIpO>KaoIIMM OCTIOKHEHNUAM CO CTOPOHBI JPYTUX Opra-
HOB 1 cucteM [1].

EfuMHCTBEHHBIM NOAXOAOM K JIEUEHUIO MalleHTOB
CO CIIMHAJIPHOI MBIIIEYHOI aTpodueii JO MOABICHNA
IpeIapaToB MaTOreHeTNYeCKOIl Tepanuy Obl1a CUMIITO-
MaTK4ecKas Tepamnus, KOTopast IIoMOrajia 00/IerYuTb 1 Ja-
CTMYHO CKOPPEKTMPOBATh TaKye CUMITOMBI 3ab0/eBa-
HIIA, KaK MBIIIeYHas ¢1abocTh, AedopManuy CycTaBoOB
U IO3BOHOYHMKA, 3aTPy/IHEHN A ITIOTAaHUSA U IBIXaHNA,
HO He YCTpaHsIa IPUYMHBL 60/e3HN. B KadecTBe cuMmII-
TOMaTHYeCKOJ Tepanyy NPUMEeHsIINCh PU3NOTEPATINS,
mexaHoTtepanusd, JIOK, pecnmparopHasd u HyTpUTHBHAA
Hnofilep>KKa, OPTONEeMYeCKasd IIOMOILb, a TAKXXe METO-
Ibl, HAIIpaBJIeHHbIE HA MO JepKaHMe KauyeCcTBa KU3HU
nanuenToB [2]. B 2016 r. FDA sapeructpuposaino B CIIIA
IIEPBBIN B MUPE IIperapar NaTOreHeTUYECKONM Tepannm
CMA — HycuHepceH (3, 4], a B HacTosA1Iee BpeMs /LA Je-
yeHnss CMA npumenseTcs y>xe 3 mpenapara IaTOreHeTH-
YeCKOIl ¥ FeHO3aMeCTUTeNbHON Tepanun. Ilarorenetnye-

CKUe Ipenaparsl IpefCTaB/IAT c0001T MON(UKATOPHI
ctajicuura (reHetudeckoi mogudukanmm) rena SMN2.
VIx meiicTBUeE 3aK/II0YAeTCA B YBEIMYCHUN SKCIPECCUN
HOJTHOpa3MepHOro QyHKLMoHanbHOro 6enka SMN: mpe-
Iapar Ha OCHOBE AaHTVICMBICJIOBOTO OJIMTOHYK/IEOTUAA
HycuHepceH (IIyThb BBe[leHU MHTpPaTeKa/lIbHbl) [5-7];
Iperapar — Majas MOJeKy/Ia pUcAuIUIaM (IyTh BBefie-
HUsI TepopanbHblit) [8, 9]. O6a mpemapara mpUMeHSOTCS
B TeYeHIe XM3HN. [eHo3aMecTuTe/IbHasA Tepanmns, Ipu-
MeHseMasA OGHOKPATHO B BIJe IIpenapaTa OHaCeMHOTeH
abernapBoBeK (BBOAUTCSA BHYTPUBEHHO), IIPEACTABIIAET
c000i1 HepeIINIUPYIOUNIICA PeKOMOMHAHTHBDIN aJleHO-
aCcCOLMMPOBAHHBIN BUPYCHBIN (AAV) BeKTOpP, KOTOPBIII
UICIIONb3yeT KAaIlCUJL a/[eHOACCOLMIPOBAHHOTO BUpPYCa
cepotuna 9 (AAV9) nns goctaBKM QYHKIMOHAIBHO
Konuu reHa (rpaHcrena) SMNI B ipo MOTOHelpoHa
6e3 BcrpanBanus B [JHK uenoseka [10, 11]. [TosiBnenne
U IIpYMeHEeHe IIPeIapaToB IIATOreHeTIYeCKOll 1 TeHo3a-
MecTuTenbHON Tepanuyu CMA 3HauNTe/IbHO YIYYIINIIO
BBDKJBA€MOCTb U IIPOTHO3 MAI[IEHTOB.

Ilenbro HacTOAILIEl CTATBU AB/IAETCA NPECTABICHNE
onbiTa MOCKOBCKOIT 00/1acTV B u3y4eHun 3P ¢PexTns-
HOCTM U 6e30I1aCHOCTY BOCIIPOM3BEJeHHOTO IIperapara
HYCUHepCeH 1 pedepeHTHOrO Ipernapara HyCUHepCeH
C JeMOHCTpalMell KIMHNYECKOTO C/Iydast epeBofia pe-
OeHKa CO CIIMHA/IBHOI MBILIEYHO aTpodueli ¢ Tepanun
pedepeHTHBIM IIpenapaToM HyCMHEPCeH Ha JIe4eHIe BOC-
IPON3BE/IeHHBIM HYCITHEPCEHOM.

B 2017 r. HycuHepceH 3apeructpuposaH B Espore,
a B 2019 . — B Poccun [12]. B anpere 2024 r. B Poccun
3aperucTpUpOBaH IEPBBIII B MUPE BOCIIPOU3BEIEHHBII
npemnapar HycuHepceH, Jlantecenc(r) (AO «[enepuym»),
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B COOTBETCTBMM C PEryIATOPHBIMU TpeboBaHusaMu Poc-
cuiickoit Pepepanyu u EBpasniickoro 3KOHOMI4ECKOTO
corosa [13-16]. [Ina npemapara /lantecenc(r) (MHH ny-
CUHEepPCeH) ObLIN TPOBeIeHbI HEOOXOAVIMbIE CPABHUTEb-
Hble VCCeqoBanus GU3NKO-XUMUYECKUX U OMOoIornye-
CKUX CBOVICTB C pedepeHTHBIM npenapaTom CrmHpasa(r)
(buoren Hunepmanns b. B., CIIIA): MOIeKyIspHOI MacCHI,
HYK/ICOTU/JHOII II0C/IefOBATeIbHOCTH, IIPMMeCeii, OCMO-
JISUIBHOCTM, CTEPEOU30MEPIH, BA3SKOCTH 1 OMOIOTMIECKOIT
aKTMBHOCTY Ha KyJIbType KIeTOK nanueHTos co CMA.
ITo pesynbTaTaM BBIIIOTTHEHHBIX CPAaBHUTE/IbHBIX VICCTIEHO-
BaHMIT ObIIa JOKa3aHa UX COMOCTABMMOCTD II0 KPUTEPH-
SIM, BIIVSIIOLIVM Ha Ka4eCTBO, 6e30macHOCTh U 9hdeKTuB-
HOCTb, YTO CBUJIETEIbCTBOBAIO O OMO3KBUBATIEHTHOCTI
npemnaparos. [IpexcTasienHas mporpaMma UCCIeOBAHNIN
OblTa IpU3HAHA JOCTATOYHON ¥ YOEAMTEIbHON JI/Is1 OLjeH-
KV 3KBUBAJIEHTHOCTIU in Vitro 6€3 NIpOBeNEeHNA CCeloBa-
HS1 OMO9KBUBAIEHTHOCTH i1l ViV0, 9TO OBIIO TTOATBEPIK/Ie-
HO 3aK/io4eHneM Hay4yHoro neHTpa 9KCIepTU3bl CPeICTB
MepuuyHCKoro npuMeHerna M3 Poccun. Ilpenapat Jlan-
tecenc(r) (MHH nycunepcen, AO «eneprym») npusHaH
B3aJIMO3aMeHsAEeMBbIM 110 OTHOLIEHNIO K pedepeHTHOMY
npenapary Cnunpasa(r) (bnoren Hupepnaupgs b. B,
CIIA) [17]. 9To MO3BONSAET OXKULATH OT BOCIIPOU3Be-
[IEHHOTO HYCMHEepPCEeHa CONOCTaBUMOI ¢ peepeHTHBIM
npenapaToM 3¢p¢GeKTUBHOCTY U IPOPUIsA 6€30MacHOCTI.

B MockoBckoit o6mactu npenapar CrmHpasa oy daim
17 manmenToB. V3 Hux 10 manmeHToB B TedeHMe 2025 T.
IepeBe/ieHbl Ha OTEeYeCTBEHHBIN IpenapaT JIaHTeceHc.
2 manuenTa ¢ 1-m tunmom CMA, KOTOpBIL AB/AETCA HAU-
6onee TtsxxenbiM (metu ¢ atuMm Turiom CMA, He ONy-
YyBIINE TeHO3aMeCTUTENbHYI0 MU MATOTEeHETUYECKYI0
TEpalNIoO B IepBble 1-2 MecAa )XU3HA, HE B COCTOSTHUN
Jla>Ke yIep>KUBATh TOTIOBY 1 6€3 IbIXaTeTbHOI MO PXKKI
XUBYT He 6oree iByx net) [1]. Tak kak 9Ty ABa maIu-
€HTa VIMe/IN BO3MOXXHOCTb HayaTh IaTOr€HETUIECKYI0
Tepanuio HyCMHEPCEHOM ellle 0 Havata paboTsl GoHaa
«Kpyr obpa» 1o nmporpamMme paHHEro JOCTYIa, AETU
COXpPaHWIN He TONBKO CIIOCOOHOCTD yep>KMUBATh TOJIOBY,
HO ¥ TIPMOOPeN HOBBIN IBUTATE/bHBII HABBIK CUIEHII.
4 manyenTa n3 10, nepemenmmnx Ha OT€YECTBEHHBIN ITpe-
napat JIanteceHc B MOCKOBCKOIT 00/1aCTH, NMEIOT 2-i1
it CMA (6e3 cOOTBeTCTBYIOLLElT Tepalny ATV MOTYT
CUJIeTb, HO He MOTYT CTOATDb ¥ XOANTB) [1].

IManuentsr MockoBckoit obmactu co 2-M tunom CMA
HIKOJIPHOTO BO3PACTa, KOTOPbIe HAdajIy TePaNNIo HYCH-
HepCeHOM Ha (pOHe TOCTATOYHO J/INTE/IbHO CYIIECTBY-
o1ero saboneBaHua u BBIPa>X€HHOW KIMHMUYECKON
CUMIITOMAaTYUKY, COXPaHU/IY CBOY JIBUTaTe/IbHbIE HaBbI-
KJ, X COCTOSIHME OCTaBajoCh CTAOUIbHBIM HECMOTPS
Ha TO, 4TO 3a00/IeBaHNe ABIAETCS IPOTPECCUPYIOLINM.
A BoT ety co 2-m tunom CMA Mmiafmiero Bo3pacra,
HadaBIINe Tepalnio HyCMHEPCEHOM HOCTATOYHO PAHO,
II0OKAa3aJIyl XOPOLIIVe Pe3y/IbTaThl B BUJe IPUOOpeTeHns
CIIOCOOHOCTH TO/3aTh. 3 pebeHka u3 10, mepeBeeHHBIX
¢ pedepeHTHOTrO HYCHHEPCeHa Ha BOCIIPOU3BE/CHHBIIL,
6bim ¢ 3-M TunoM CMA (metu ¢ manubpiM Tunmom CMA

MOTYT XOJUTb, OTMEYAIOTCSI OCOOEHHOCTY IOXOAKU
U CJIOKHOCTH TIpU Oere, IPbDKKaX, IObeMe 10 JIECTHULIE,
BIIOC/IEICTBUY HABBIK CAMOCTOATEIbHOTO TIepeABUKEH S
MOXeT OBITh yTepsH 6e3 IOy YeHNs ITaTOreHeTIYeCKO
tepanum) [1]. Ogun u3 gereii ¢ 3-m Tunmom CMA 2012 1. p.
K MOMEHTY MHMIIMAL[M} IIATOT€HETMYECKON TePaIIny yKe
yCIIeNl HOTEePATh CIIOCOOHOCTD XOUTh CAMOCTOSATEIBHO.
Bropoii peberox ¢ 3-M Tunom CMA 65111 6071ee MiIaj1ero
Bo3pacrta (2017 r. p.), TO3TOMY Ha MOMEHT Hadasla Tepamnin
HYCMHEPCEHOM OH COXPaHM/I HaBBIK CAMOCTOSITETbHOTO
nepenBipkeHnA. Kpome Toro, B rpynny us 10 gereit, me-
peBelleHHBIX Ha JIaHTeCeHC, Bolles 1 pe6eHOK Ha JOCUMII-
TOMAaTUYECKOI cTaguu 3aboneBaHus, 6e3 Kakux-1ubo
KJIMHM4YecKux npossiennit CMA. 9Tor pe6eHOK ObiT
nepBbIM nanyeHToM co CMA, BbIAB/IEHHBIM B pe3y/IbTa-
Te HeOHATaJIbHOT'O CKPMHMHTA B MOCKOBCKOII 00/IacTM.
Ha ¢oHe maroreHeTn4eckoit Tepamnuiy, Ha4aTol B BO3pac-
Te 2 Mecsi1ieB, PeOeHOK POC U Pa3BUBAJICA B COOTBETCTBUM
CO BCeMU HOPMaTUBHBIMMU ITOKasaTensamu. Bospacr fereis,
HepeBeleHHBIX C peepeHTHOTO HyCHHEePCeHa Ha BOCIIPO-
MU3BeIEHHbIN, COCTaBMI OT 2 10 17 net. KonmnyecTBo Komumin
reHa SMNZ2 BapbpMpOBa/o y pa3HbIX MALIMEHTOB OT 2 [0 4.

Ilo maHHBIM NUTEpPATyphl, KaK MpaBMUIO, OTMEYa-
eTCsl KOppenAnuA MeXAy KOIMYeCTBOM KOIMI TeHa
SMN2 u tsaxectbio cumnroMmatuku [18, 19], ogHako
He B 100 % ciy4aeB, YTO OATBEP)KJAIOT JaHHBIE HAIINX
HALJMeHTOB: B IPYIIIe IIPUCYTCTBYeT peOEHOK CO 2-M TH-
oM CMA ¢ 4 xonmmsimu rera SMN2. Bo3pacT HocTaHOBKI
AMAarHO3a HaXOAWICA B iuamnasoHe oT 0 (pe6eHOK, A1arHo3
KOTOPOMY OBI/I yCTAaHOB/IEH B paMKaX HEOHATaJIbHOTO
cKpuHMHTA) 1o 3 et 10 mec. Bo3pact, B koTopoM fieTn
HavaJIy I10/1y4aTh IaTOT€HETUIECKYIO T€PAIINIO, COCTaBUII
oT 2 mecsueB 10 13 ner.

Taxkum o6pa3om, Tpymnna MaleHTOB, HeperlefuInx
Ha Tepanuio JlanteceHcoM B MOCKOBCKOIT 06/1acTH, OKa3a-
JIaCh T€TEPOTEHHOI 110 MOMY, BO3PACTY, KOMMYECTBY KON
reHa SMN2, Bo3pacTy IOCTaHOBKM JVAarHO3a U BO3PACTY
Haya/Ia IaTOT€HeTUYEeCKOll TePAIINH, YTO MO3BOJIAET Oortee
00BEKTUBHO OLIEHMBATb MIOTyYeHHbIe Ha (OHE JIeYeH s
pesybrarsl (Tabnuia).

[Tpouecc nepeBopa ManueHToOB ¢ pe)epeHTHOTO Ipera-
para Ha BOCIIPOM3BEJeHHBII ObIT HEIIPOCTBIM, B IIEPBYIO
oudepeqp, AnA poguteneit getert co CMA. Xots MHOTUE
OTeyeCTBEHHBIE IIPerapaThl yyke 3apeKOMeHI0BaIN cebs
KaK BIIOJIHE KOHKYpeHTocmoco6HbIe [20], B obmecTBe
[POZIO/KAeT OBITOBATh MHEHNE O HU3KOM KadeCTBe OTe-
4eCTBEHHOI (papMaleBTI4ecKoi npopykunn. Hanpsoxe-
HIle B POIUTENIbCKOM COOOIIeCTBe K MOMEHTY IlepeBOfa
MMALMEHTOB C OJHOIO Ha JPYTroN JIEKApCTBEHHBIN IIpe-
napar ObUIO JOCTATOYHO BBICOKMM. DTO OIPABJAHO TEM,
yT0 CMA — TsXenmoe mporpeccupyolee 3aboneBaHme
" 11pyu HeaPPeKTUBHOCTY IATOTEHeTUYECKON Tepannn
IOTeps1 BUraTe/IbHbIX HABBIKOB peOeHKa Hen30exKHa.

Hawnbornee onacHa ciefyomas CUTyauus A/ NalyeH-
TOB C nepBbIM THIIOM CMA, 117151 KOTOPBIX HeadeKTUB-
HOCTb TePANUU — 3TO He IPOCTO ITOTEPSI HABBIKOB, a ObI-
CTPO€ Pa3BUTHE TSXKEIOM NbIXaTe/IbHOM HEJOCTaTOYHOCT,
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Table.

Clinical and genetic characteristics of children with SMA treated with Lantesens(r) in the Moscow Oblast (Russia)

Socr o | Boger e

1-# Tvn CMA

1 ¥, 2017 3 8 mec. 1,9 3

2 M, 2018 3 1,3 1,6 3
2- vn CMA

3 M, 2012 2 1,9 6,9 3

4 M, 2019 3 3,10 3N 3

5 M, 2011 8 3,8 11 net 3

6 X, 2020 4 1,7 2,2 3
3-i Tun CMA

7 M, 2017 3 2r 4r 3

8 X, 2013 3 1,2 6nim 3

9 M, 2008 3 1,2 13 net 3

lpecumntoMatnyeckas ctagus CMA
10 M, 2023 4 0 2 Mec 3

BeAyLIel K leTanbHOMY Mcxony. Ho He MeHbIIIe BOTHOBa-
TVICh U1 popuTenu fieTeit ¢ 3-m Tunom CMA, coxpaHuBIIne
CIIOCOOHOCTD K CAMOCTOSITE/IbHOMY II€PefiBUXKEHUIO, T. K.
OHM OIACAJIVCh YTPATHI ETbMU STOTO HaBbIKa U MHBAJIN-
pusanyy. OfHaKo, HECMOTPS Ha BCe OITaceHN s, KaK Iep-
BOE€, TaK U IOCIeYIOLIe BBEIeHNA Y BCEX MallI€eHTOB
HPOILLJI XOPOIIIO, HeXKeTaTeIbHbIX PeaKIluii 3a Hab/oa-
TEJIbHBII TIeprof, 0TMedeHO He 6b1t0. K mexabpro 2025 r.
Bce 10 meren Momy4uan 1o 3 nopmep>XKMBaroIUX JO3bI
npemnapara JlanteHcenc. Ha ¢poHe cMeHBI Tepanuy cocTosi-
HII€ JIeTell He TOMBKO OCTABaI0Ch CTaOM/IbHBIM, HO TaKKe
B psAfe ClIy4aeB OTME€YEHa IOIOKUTEbHAA JYHAMUKA.
IIpuBopuM B KadecTBe IpMMepa KIMHUYECKUI CIydal
pebenka co CMA 2-ro tuma.

Knmanyecknii cnyvai

Manvuux, 6 1em

AnamHe3: pebeHOK OT 1-i1 6epemeHHOCTHM (2-51 Gepe-
MEHHOCTb 3aKOHYM/IACh Tubebio 11oAa Ha 8 Mec.) Poxst
B CPOK, CaMOIIPOM3BO/IbHBIE, Ha 39-i1 Henene. Macca Tena
npu poxgennu — 2950 r, pimHa — 55 cM. Pannee passu-
THE: TONOBY JIEPXKUT C 4-X MeCALEB, CUAUT C 6-7 Mecs-
LI€B, BCTAaeT y onopsl ¢ 10-11 mMecsALeB, XOAU y OMOPbI
B 1 I. 3 Mec., 3aTeM HaBbIK Obl yTepsiH. [IcuxopedeBoe
pasBuUTHE IO BO3pacTy. B BospacTe 4 Mec. BBICTaBIEH
AMATHO3 AVCIIa3us Ta3o0epeHHbIX cycTaBoB. [TepeHec
TSOKETYI0 pOTaBUPYCHYI0 MHdeknuio B 1 1. 3 Mec. ITo-
cre nHpeKuUN peOeHOK IepecTan XOAUTh BIO/Ib OIO-
P, PORUTENN 0OpaTUIN BHUMaHMe Ha JedopManum
KOHe4HOCTeit. OOpalanich K HeBPOJIOTY, HPOXOAIN
Kypcbl nedenns 6e3 ap¢exra. IIpoBeeHO MOIEKYISPHO-
TeHeTMYEeCKOe MCCTIEefOBaHNe C IOMOIIBIO IIAHE/IN HEPBHO-
MBIIIEYHBIX 3a00/IeBaHIIT: BBIAB/IEHBI BApMAHTBI B TeHAX

Col6A1 u MYH7 B rereposurorHoM cocrosiuun. JTHK
nuarHoctuka ot 13.02.2023: BeisiBneHo 0 Konmit reHa
SMNI un 3 xonnuu rena SMN2.

Hespomorm4eckuii craryc Ha MOMEHT YCTAaHOBKI
AMAaTHO3a A0 Ha4ya/Ia IATOTeHeTUIeCKOII Tepanuu

B Bo3pacte 3 1. 10 mec.

IIcuxopedeBoe pasBuTHE pebeHKAa COOTBETCTBYET BO3-
pacTHOI HOpME.

Yepentovle Hepsvl: PacLUKYIALUY A3bIKA. B ocTambHOM
0e3 MaToIorum.

Pegpnexmopro-osuzamenvHas cepa: B MOIOKEHUN
JIe>Ka Ha >KMBOTE ONVPAETCS Ha MIPEIIedbsi U YAEPKI-
BaeT ronosy. IIpy Tpakuum 3a pyku He IpyNnnupyeTcs,
ro/I0Ba 3aIPOKM/bIBaeTCA. [lepeBopadmBaeTcs CO CIMHBDI
Ha )KMBOT 11 06paTHO. CaiuTCsA CAMOCTOSTENBHO MefIIeH-
HO, CUANT C K11(O3MPOBAHHOI CIIMHON ¥ OTIOPOIT Ha PYK,
MO>KET CUIeTb 6e3 OIOPbI Ha PYKM HENIPOJIO/KUTETTBHO
BpeMs. Ocanka ocnabnennas. [JuddysHas MmplireqHas
runoTtoHuA. IledeBoii mosic nposucaeT. MpllIe4yHas cuia
o mkane MRS cHM>XeHa B IpOKCMMAaIbHBIX OTe/NaxX
PYK mo 3,0 6ania, B KUCTAX U Majblax — 3,5-4 6ana.
HpOHaHI/IOHHa}I TYTOIIOABVOKHOCTD B JIEBOM IIPEAIITIEYDE.
B HIDKHIMX KOHEYHOCTAX B IIPOKCMMA/IPHBIX OTHEMTAX CTU-
6aHume 6efpa IIpy COTHYTOM KOJTIEHHOM CycTaBe — 3 6aina,
npuseneHue 6enep 3,5 6aja, oTBefieHNe U pasrubaHme
6epep orcyrcTByeT. CrubaHye B KOJIEHHBIX CyCTaBaxX —
3,5 6amna, pasrubanue romern — 3,5 6amwta. Crubaresns-
HbI€ KOHTPAaKTYPbl B KOJIECHHBIX CyCTaBaX. CroIbl u ycra-
HOBKU TOJIeHell BajbrycHble. CyXOXMIbHBIE pedIeKchl
IIpM OCMOTp€ HE BbI3bIBAIOTCA.

KOOpIH/IHaTOprIe 1 9yBCTBUTE/IbHbIE HAPYIIEHNS OT-
CYTCTBYIOT. TpeMOp MBbIIIIL] BEPXHNX KOHEYHOCTEIL.
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®oTo 1-4.

JTanbl noabeMa pebeHKa Ha «BbICOKWE KONEHU»
Foto 1-4.

Stages of raising a child to «high knees»

Inexmponetipomuozpagus nosepxrHocmuas om 23.03.23:
C PasIMYHBIX TPYII MBILIL, BK/II0Yas MeXpebepHble,
HOJTy4eHa HM3KOAMIUINTYIHAsA MHTep(depeHIOHHAA
OMI, nepeMeskaromasica ¢ pUTMUIECKMMI TUIIEPCHUH-
XPOHM3VMPOBaHHBIMY MOTEHIIMATAMy IPEUMYIECTBEHHO
C BVICTAJIBHBIX OT/€/I0B KOHEYHOCTEN, 4YTO He ICK/II0YAEeT
CIMHAIBHBIN XapaKTep HapymeHuii. ViccnenosaHue mo-
TeHIManoB ABuraTtenbHblx enyauL (I1IJE) sarpynaeHo.

Ha ocroBanuu xano6, anaMHesa (Iporpeccupyouas
MBIIIeYHAas CIabOCTD, IIOTEPsI ABUTATe/IbHBIX HABBIKOB),
TICUXOHEBPOJIOTMTYECKOTO CTaTyca (CHVYKEHVE MBILIeYHOI
CHUJIBL ¥ 00'beMa JIBUIKEHUII B KOHEYHOCTSIX, OTCYTCTBHUE
CYXOXXMUIBHBIX pedIeKcoB, pacuKyIsAnuy s3bIKa, MbI-
IIeYHasi TUIIOTOHM ), MOJIEKY/ISIPHO-T€HETUIECKOTO 00-
crnemoBaHMs U faHHBbIX OMI' BpICTaB/IEH AMarHO3:

Iuarnos ocuosHoM knnnHryeckuii: G12.1 CnnHanpHas
MBIIIeYHAs aTpodu, 2-I1 TUIL, TSKeTasi CTeIleHb IBUTa-
TE€/IbHBIX HapyLIEHUI.

HasHadyeHa maToreHeTn4eckas Tepanys NMpernapaTom
HYCHHepCeH (CIMHpa3a)

Jledenne: B 4 roia peOeHKY Ha4aTa MaTOreHeTHYECKa s
Tepanus pepepeHTHBIM IIpenapaToM HycuHepceH. [Tomy-
Y11 4 HAarpy304YHbIX U 3 MOALEPIKMBAOLMX [JO3bI IIpeIa-
paTa B COOTBETCTBUY C MHCTPYKLMEN 110 MEAULIHCKOMY
npuMeHenuio [6]. lanee, B Bospacte 5,5 roa pe6eHKy
Obl/Ia IIPONO/IKEeHA Tepals BOCIPON3BENEHHBIM IIpe-
IapaToM HycrHepceH, Jlantecenc(r). B Hacrosmee Bpemsa
pe6eHOK oMy 4N 3 oA Ae p>KMBAOIINX JO3BI BOCIIPON3-
BEJICHHBIM HYCMHEPCEHOM POCCUIICKOTO IIPOM3BOACTBA.
Beenenne kak pepepeHTHOTO, TaK ¥ BOCIPOM3BEEHHOTO
IIpenapaToB HyCMHepCeHa IEPEHOCUTIOCHh YAOBIETBOPU-
TEJIbHO, HEe)KEeNIaTEebHBIX ABIECHNUIT He 3aPErMCTPUPOBaHO.

JnHaMyKa HEBPOIOINIECKOTO CTATyca K MOMEHTY
VHUIIMAINY Tepanuy BOCIPON3BeJeHHBIM HYCHHEP-
CEHOM B BO3pacre 5 1eT 7 Mec.
IIpu Tpakiuuu 3a pyku peGEHOK Hadaja IPyIIMPOBATH-
Cs1, TOJIOBA IIPY 3TOM He 3anpokupabiBaercs. Cagurcs ca-
MOCTOATE/IbHO, CUANT YCTOIYNBO, HE UCIIOIb3ysA OIOPY
Ha pyKu. BcTaeT Ha yeTBepeHbKM ¥ MO/I3aeT PELUIIPOK-
HO. Mprmeynas cua no mkare MRS Hapocna B mpok-
CUMaJIbHBIX OT/ie/IaX PyK fo 4,0 6ajta, B MbIIIIAX, IPU-
BopsALIMX Oegpa, — 10 4 6a/IOB, MOSIBUTICH TIOIIBITKA
oTBefieHNs 1 pasrubanus bemep mo 1 6amna, B crubare-
JISIX KOJIEHHBIX CYCTaBOB MBIIIEYHAS CMJIA YBEINYN/IACh
10 4 6aI0B.

Ounenka no mkare HFMSE (XamMmMepcMut) cocrtaBuia
32 6amna, o mkane RULM — 22 6ana.

JMHaMNIKa HEBpPOTOTMYeCKOro cTaryca yepes3 4 mec.
IIOC/IC MHNIINAI NN Teparn/m BOCHPOI/ISBC,T_[CHHI)IM
HYCMHEPCEHOM B Bo3pacre 6 JIeT.

y pe6eHI<a IIOABUJINCH HOBBIC OBUTAaTC/IbHBIC HABDBIKIL:
BCTAeT CAMOCTOSATEbHO Ha «BBICOKME KOJIEHU» 0e3 OIo-
pr, HOCTaBJ’IeHHbII/UI, CTOUT y Ol'IOpr HerO,T_IOTI)KI/ITe}Ib-
Hoe Bpems. IIpu ocMoTpe BIiepBble ObIIM BBI3BAHBI CY-
XOXXMJIbHBIE pe(IeKCHI C PyK.

Ounenka no mkare HFMSE (XamMmMepcMut) cocraBuia
38 6a10B (+6 6amoB 3a 4 Mecana) u 1o mwkane RULM —
24 6anma (+2 6ania 3a 4 meca1a).

Takum obpasom, Ha GoHe Tepanuu mpemnaparom JlaH-
TeceHC(r) y peOeHKa He TONbKO He BBISB/IEHO HUKAKMX He-
JKeJIaTe/IbHbIX peaKLU/[f;I, HO M OTME€UYEHA ITO/IOKUTE/IbHAA
OVHAMMKQA KaK B BII€ TIOAB/ICHN A CyXO)KI/I}'[beIX pe(i))'[eKCOB
C pyK Y1 HOBBIX MOTOprIX HAaBbIKOB — Hay‘II/IHC}I BCTAaBaTb



Ha «BBICOKME KOJIEHN» 0e3 JMCIIO/Ib30BaAHNA OIIOpBI, TaK
1 B BUI€ KIMHMYECKN 3Ha9MMOTI'0 YBEINYEH A KOINYIECTBA
Ha6paHHbIX 0asIoB IIpYM OL€HKE 10 IBUTATE/IbHBIM IIKa/IaM.

3aknrodeHne

HaHHBI KIMHUYECKUII CIydall EMOHCTPUPYET IOJIO-
JKUTETBHYI0 IVHAMMKY COCTOSHMA pebeHKa Ha (oHe
KOMIIIEKCHOJ peabuinTauuy 1 IaTOreHeTHYeCKO Te-
panuyu HycuHepceHoM. IIpm mpopormkeHum IaToreHe-
TUYECKOI Tepalluy BOCIIPON3BEIEHHBIM HYCHHEPCEHOM

Bknap aBTopos / Author contribution
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Knuandeckoe HaOMOOEeHNE NUTMOIATYECKOTO
JIETOYHOTO TeMOCH/Iepo3a y pebeHKa paHHeTo
BO3paCTa: TPYTHOCTY TUATHOCTUKY U TepaIun

O.T. Manpimes®?, II. A. Tutunos"?, A. E. Aumxens?, VI. I Apykos™*, O. 1O. bpynosa?, B. B.Topes™>~, E. B. [leeBa?,
O.M.Xpanosa*, A. C. insuuckas®, H. O. VMinsnna, A. H. ITamnypa’, H. A. Coxonosa’, I1. A. Cycnos!,
II.10. OBcaHHUKOB" 2

' OTAQY BO «Poccuiickuii yunBepcuteT apybbl Hapoaos uM. 1. JlymyM6bi» (yn. Muknyxo-Maknas, a. 6, r. Mockea, 117198, Poccus)

2 TbY3 «Mopo3oBcKkas [eTcKas ropofickas K/MHMYeckas OonbHuua [lenapTaMeHTa 34paBooxpaHeHus ropofa MocCKBbI»
(4-n [NobpbIHMHCKWIA Nep., A. 1/9, . MockBa, 119049, Poccus)

3 OrAQY BO «Poccuitckuit HaumoHanbHBIA UcceloBaTeNlbCKUA MeIULIMHCKUIA yHuBepcuTeT uM. H. W. Muporoea» Munsapaea Poc-
cum (yn. OcTpoBUTSHOBA, A. 1, cTp. 7, . MockBa, 117513, Poccus)

4 TBY3 «[leTckas ropoackas KnuHuyeckas 6onbHuua N2 9 um. I H. Cnepanckoro [lenaptameHTa 3/paBooxpaHeHus ropoaa Moc-
KBbl» (LLIMuTOBCKMIN Npoe3n, 4. 29, . Mocksa, 123317, Poccus)

5 Orbe0y ANO0 «Poccuifickas MeauUMHCKAs aKaJeMUs HempepbiBHOrO NpodeccMoHanbHoro obpasoBaHus» MunsgpaBa Poccuu

(yn. bappukapHas, . 2/1, cTp. 1, . MockBa, 125993, Poccus)

Pesiome

NavonaTtudeckuit neroynbin remocuaepos (UM — opdan-
HOEe MHTEepCTUUManbHOe cocynucToe 3aboneBaHue JNErKuX,
XapaKTepusylowleecs Tpuanol MpuU3HAKOB (aHEMMSA, KPOBO-
XapKaHbe, YNI0THEHWE Ha PEHTreHOrpaMMax/KOMMbITEPHBIX
TOMOrpamMMax OpraHoB rpyLHOM KNeTKM), B OCHOBHOM nopa-
Xawowee getei.

LUenb uccnepoBaHus: npoaHanM3MpoBaTh KAWMHUKO-AUArHo-
CTUYeCKMe 0COBEHHOCTU U TepaneBTUYeCKyHo TakTuKy npu UJTT,
pedpaKTepPHOM K Tepanuu, y pebeHka paHHero Bo3pacTta Ha oc-
HOBaHWM fieTasbHOro pa3bopa KNMHMYeCKoro HabnoaeHus ¢ ne-
TasbHbIM UCXOA0M.

Matepuansbi M MeTopgbl. [lpeacTaBneHo KIMHUYECKOE Habio-
Aenve naumenTa 1 roaa 10 mecaues ¢ BepuduumpoBanHbiM UJTT,
BKJ/IK0Yas 3Tanbl IeYEHUS B OTAENEHUN NYNIbMOHOMOTUN U 0TAe-
NeHUN peaHUMaLMW U UHTEHCUBHOM Tepanuu. [luarHo3 ycTaHoB-
NeH Ha 0CHOBaHMM COYETaHUA MPOrpeccUpyIoLLEN AbIXaTeNlbHOM
HeJ0CTaTOYHOCTH, LaHHBIX KOMMbIOTEPHOM ToMorpadum opra-
HOB TpYLHOW KMETKW U NaTOrHOMOHWYHOTO LMTONOrMYeCKOoro

npu3HaKka — 0OHapyxeHWs cuaepodaroB B XWUAKOCTU OpOH-
X0anbBEOJIAPHOr0 JlaBaXa — MOC/e WUCKJIIOYEHUS CMHApOMA
XaliHepa M Apyrux MpuuMH reMocupeposa Jierkux. Tepanus
BKJIOYaNa pecnupaTopHyl MOAAEPHKY M UMMYHOCYMPeccUB-
HyI0 Tepanuio.

Pesynbratbl. HabniogeHne npofeMoHCTpUpOBaNo nporpeccu-
poBaHve 3aboneBaHusA, pedpaKTePHOro K KOMBUHMPOBaHHOM
MMMYHOCYNpeccuBHOW Tepanuu. HecMoTps Ha KOMMIEKCHOE
NeyeHune, Y NaLMeHTa Pa3BUIIUCh KWU3HEYTPOXKaloLLMe 0CNOX-
HeHus (TSIKENbIA OCTPLIA PECMPaTOPHBIA AUCTPECC-CUHAPOM,
CMHAPOM YTEYKU BO3JyXa M MOAMOpPraHHas HeLoCTaToO4YHOCTb),
YTO NPUBENO K NIETaNIbHOMY UCXOAY.

3akniouenue. [lpefcTaBneHHoe HabnwAeHWe WNACTpUPY-
eT KpaviHe HebnaronpuaTHbld BapuaHT TeveHua W y peteit
paHHero Bo3pacTa, 4YTo NoA4YepK1BaeT He0bXoAuMOCTb paHHel
AVarHoCTUKYW, rOTOBHOCTU K He3aMeANIMTENbHOMY Havany WH-
TEHCUBHOM TEpanuu U NOUCKa HOBbIX 3G (EKTUBHBIX MPOTOKO/OB
NeyeHuns pna Taxensix gopm UIT.

KnioueBbie csioBa: MAMONATUYECKMI JIETOYHDIN reMocupaepos, netu, aHeMus, jieroyHoe KposoTeyeHue, KIIMHU4eCKoe

HabnoaeHne

Ina uutupoBaumsa: Manbiwes 0.1, Tutunos LL. A., Aupxenb A. E., Adykos U. ., bpyrosa 0. 10., lopes B. B., leeBaE. B.,

¥ panosa 0. U., Unbuuckasa A. C., Unenna H. 0., NMamnypa A. H., Cokonosa H. A., Cycnos 1. A., OBcsiHiukoB [1. H0. KnuHnyeckoe
HabnofeHMe MAMONATUYECKOrO JIEFO4HOr0 reMocuepo3a Yy pebeHKa paHHero Bo3pacTa: TPYAHOCTU AWMarHOCTUKM U Tepaniy.
Apxus neduampuu u demckoli xupypauu. 2025;3(4):43-53. doi: 10.66825/2949-4664-apps-3-4-43-53
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Clinical case of idiopathic pulmonary
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Abstract

Idiopathic pulmonary hemosiderosis (IPH) is an orphan intersti-
tial vascular lung disease that primarily affects children. The con-
dition is characterized by a classic triad of symptoms: anemia,
hemoptysis, and pulmonary consolidation visible on chest radi-
ography and computed tomography.

Objective. To analyze the clinical and diagnostic features
and therapeutic strategy for treatment-refractory IPH in a young
child based on a detailed review of the fatal case.

Materials and methods. A clinical case of a 1-year-10-month-
old patient with confirmed IPH is presented, including the stages
of treatment in the pulmonology department and the intensive
care unit. The diagnosis was established based on a combina-
tion of progressive respiratory failure, characteristic findings
on chest computed tomography, and the presence of a pathog-
nomonic cytological sign, i.e., siderophages in bronchoalveo-

lar lavage fluid, and following exclusion of Heiner’s syndrome
and other causes of pulmonary hemosiderosis. The selected
therapy included respiratory support and immunosuppressive
treatment.

Results. The case demonstrated progressive disease refrac-
tory to combined immunosuppressive therapy. Despite com-
prehensive treatment, the patient developed life-threatening
complications (severe acute respiratory distress syndrome, air
leak syndrome, and multiple organ failure), which led to a fatal
outcome.

Conclusion. The presented case illustrates an extremely unfa-
vorable course of IPH in young children, underscoring the need
for early diagnosis, readiness for immediate initiation of inten-
sive therapy, and the search for new effective treatment proto-
cols for severe forms of IPH.

Keywords: idiopathic pulmonary hemosiderosis, children, anemia, pulmonary hemorrhage, clinical case
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BBenenne

Mpuonarnyeckuit nerounsiit remocugepos (MJIT') orHo-
CUTCSI K KAaTerOpuu PefKUX COCYAVCTBIX VHTEPCTULIN-
anpHbIX (A1 Y3HBIX TAPEHXMMATO3HBIX) 3a00/IeBaHNI
nerkux [1, 2]. KiroueBbIM Ipu3HAKOM 0O/Ie3HM CIIy>Katr
HOBTOPSAIOLINeCs 3Mu30Abl AuPPY3HOro KPOBOUSINS-
HVS B a/IbBEOJISIPHOE NIPOCTPAHCTBO, KOTOPbIe MHUIIV-
UPYIOT KacKafl NMaTOJIOTMYeCKMX M3MEHeHMIl: pa3BUTIE
a/IbBEO/INTa C IOCTeRYIM (GOpPMUPOBAHMEM ITHEB-
Modnbposa. Ykasanuble matopu3nonornyeckKie mexa-
HU3MBI JIOKAT B OCHOBE TSDKE/IBIX HAPYIIEHUI pecIy-
paTopHOt pyHKIUN. Y MallMeHTOB IPYFHOTO ¥ paHHETO
JIETCKOTO BO3pacTa 3a0o0jieBaHME MOXKET XapaKTepyu3o-
BaTbCs1 aTPECCUBHBIM, Qy/IbMUHAHTHBIM TedeHNeM [3, 4].

OrHocsamuitcss x opdaHHbIM 3aboneBanusam VJIT
He MIMeeT YeTKUX SMNIeMUOIOTUUECKIX XapaKTePUCTUK
B CBSA3Y C TPYRHOCTAMM OVATHOCTUKMU U BEPOATHOCTBIO
HEBBIAB/ICHHBIX C/Ty4aeB. MHOrO JieT B MyO/IMKaIyix, 110-
cBsueHHbIX VIJIT, mpuBOASsITCS HaHHbIE O 3a00/IEBAEMOCTH
B npepenax 0,24-1,23 Ha 1 M/IH feTeil B TOf, IIO/TyYeHHbIE
B IlIBeniuu u dnonun B 1950-1990-¢ rr. [5, 6]. bonerot
IpeNMyIeCTBEHHO IeTH B Bo3pacTe 3-8 ntet [4, 7]. B mo-
C/lefjHYe TOAbI B OTEYeCTBEHHOII TUTepaType OMyOImnKo-
BaHO HecKo/bko Habmopenuit VIJIT' y pereit (8, 9].

Tounas npuunna passutus VIJII' B HacTos1Iee BpeMs
OCTaeTCsl HeYCTaHOB/IeHHOIL. [Ipeobaaroeil ssBAeTCs
TUIIOTE3a O MOMMATUOIOTMIECKOI IIPUPOfe 3a00meBaHMs,
B paMKaX KOTOPOI1 K/If0ueBasA POJIb OTBOLUTCS CIOKHOMY
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B3aMMOJIEVICTBUIO T€HETUYECKOI TP paCIIONIOKEHHOCTH,
MMMYHO/IOTMYeCKIX HapYLIeHWIT ¥ BIMAHUA PaKTOPOB
BHEIIHell cpefbl. Ba)KHbBIM KOMIIOHEHTOM IIaTOreHe3a
CUNTAIOTCA MIMMYHHbBIE MEXaHU3MBI, O YeM CBUTETe/b-
CTBYeT KIMHMYecKasA 3(P¢PeKTUBHOCTb Ipenaparos,
HOABJIAIONINX UMMYHHBIN OTBeT (IIpefi/laraeTcs Jaxe
BapMaHT Ha3BaHNA 3a00/1eBaHUA — VMMYHHBII JIero4-
HBIIT TeMocuzepo3), a Taxxe coderanue VJIT ¢ gpyrumn
ayTOMMMYHHBIMY 3a00/IeBaHUAMM, HAIIPUMeD C Lie/Tna-
kueit (cunppom Jleitna — Famunbrona). [Ipegnonaraet-
s, YTO B OCHOBE IIOBPEXXeHN A TeTOYHBIX KallU/IIAPOB
JIeXXUT MPOLeCC, ONOCPENOBAHHDIN LYPKY/INPYIOLIMU
MMMYHHBIMI KOMIUIeKCaMU. Biusanne pakTopoB OKpy-
JKaloIell Cpefbl PACCMAaTPUBACTCS KaK IOTEHIMATbHbII
TpurrepHbiit MexaHusM. O6Cy>KHaeTcst BOSMOXKHaS CBSA3b
MaHn¢ecranuy 3a60/eBaHNA C XPOHNYECKO MHTAJIALU-
el oIpeJie/IeHHBIX arPOXMMUKATOB (IeCTULNAOB, QyH-
TULUOB) WIM MUKOTOKCHHOB IJIECHEBBIX IPUOOB, CIIO-
COOHBIX BBI3BIBATh IIPAMOE TOKCHMYECKOe MOBPeX/eHNUe
sugorenus (1, 7.

Knnangeckne npossnenus VJII ornmnyaorca nonu-
MopdusMoM. B ocTpyio ¢dasy, cOOTBETCTBYIOLIYIO aKTUB-
HOMY a/IbBEO/ISIPHOMY KPOBOM3IUAHUIO, JOMUHUPYET
pecnmpaTopHas CUMITOMATMKA: BHE3AITHO BO3HUKAIO-
IIVe OfIbILIKA, AbIXaTe/TbHasl HefOCTaTOYHOCTD, BIIaXKHBIIL/
HpPOAYKTVBHBIN Kallle/llb 1 KPOBOXapKaHbe Pa3/IMIHON
MHTEHCUBHOCTHU, KOTOPbIe MOTYT COIIPOBOXK/AATbCS /M-
XOPaJKoOIl U BEIpa>keHHOI cabocTrio. [Ipy xpoHnsanun
Ipoliecca Ha IepBblil IVIaH BBICTYNAIOT MOCTIEACTBUA I10-
BTOPHBIX KPOBOIIOTEPD M CTPYKTYPHBIX MI3MEHEHMNI! B JIeT-
KIX — TsDKenas, pepakTepHas K CTAaHAAPTHON Tepannn
xernezofeUIUTHAS aHEMUA U IPOr'PECCUPYIOLIas Abl-
XaTeJIbHas HeJOCTaTOYHOCTDb, 00YC/IOB/IEHHASI Pa3BUTHEM
MHTepCTUIanbHOro ¢pubposa [7]. Ocobyro guarHoctude-
CKYIO CIIOKHOCTD npeficTaBnAer VIJIT' y mereit rpymHOro
U paHHETO BO3PacTa, y KOTOPBIX 3ab0/ieBaHMe, 0COOEHHO
IIpY JIATEHTHBIX POPMaX, 4aCTO MaHU(ECTUPYeT HeCIIeIy-
(GUYHBIMM CMIITOMaMY — HEMOTVBYPOBAHHOI! BSIOCTBIO,
aHeMIYEeCKMM CUHIPOMOM U 9IM30f1aMI PeLUAUBUPYIO-
1Iell THEBMOHUY, YTO MOXKET IPUBOJUTH K OIIMOOYHON
TPaKTOBKE Pe3y/bTaTOB AMATHOCTMKY U CYLIeCTBEHHOII
3ajiep)KKe YCTaHOB/IEHM IIPaBUILHOTO uarHo3a [10].

Heo6x0A11M0 IOMHITB, 4TO Y A€Telt 0 7 /IeT IPU Kallljie
MOKpPOTa He BBIfIE/IAETCS, B CBA3M € YeM TOJIBKO HOCTIe 7 JIeT
KalleIb OIpefiefiAeTcsA KaK MIPOAYyKTUBHBII, JO 3TOTO BO3-
pacra — Kak BIaxHblit [11]. B cBA3M ¢ 3TM KpoBOXapKaHbe
y meteit ¢ VIJIT, 3aBucsiiee oT BO3pacTa, ObIBaeT Aaeko
He Bcerfa. Wang L. 1 coaBT. cooOLIMIN 0 CIefyroLeil 4a-
crore cumnroMoB MaHudecranuu VIJIT y 32 nanyueHTos
ot 7 mecsiuieB 110 12 iet. Y 18 (56 %) meteit HabMIO[AIOCH KPO-
BOXapKaHbe, y 24 (75 %) — Karuerns, y 16 (50 %) — mxopajxa,
y 6 (19%) — oppimka, y 5 (16 %) — moBbIIIEeHHAA YTOM/IA-
eMOCTb, Y 2 (6 %) — cBuctAmee apixanue n 'y 29 (91 %) —
anemust. Y 8 (25 %) mereit B anHaMHe3e Oblta ayteprus [12].

Muarnoctuxa VUIT npencTapisiet co60it KOMIIEKCHBII
IIPOLECC, HAIIPABJICHHDBIN Ha BBIABJICHNE PE3UCTEHTHON
K Tepanum xene3ofeUIUTHON aHEMUN, TTIOATBEPKAEH-

HOTO aJIbBEOJISIPHOTO KPOBOUBNMAHMS U VCKITIOUEHU ST
IPYTYX M3BECTHBIX IIpUUMH. JlabopaTopHas fUarHOCTMKA
HaYMHAETCs C IPOBeeHNsI KIIMHNYECKOTO aHaI3a KPOBU
U BBIABJIEHMS TUIIOXPOMHOI MUKPOLMTAPHON aHEMUU
PV HOPMaJIbHBIX [I0Ka3aTe/IAX TPOMOOIIITOB U KOAry-
JIOTPaMMBI, YTO IEPBUYHO UCKJII0YaeT reMaTojaoruye-
CKMe MpUYMHBI KpoBoTeueHus [7]. [TogTBepxparommum
7abopaTOPHBIM KpUTEpUeM CIYXXUT OOHApy>KeHue Cufie-
podaroB — apBeONSIPHBIX MaKPO(}AroB, HACHII[EHHBIX
reMOCUIEPVHOM — IIPU LUTOIOTMYECKOM UCCTIeIOBaHUY
6pouxoanpBeonsipuoro naBaxa (BAJI) man 6uoncun
JIeTKMX. B MHCTpyMeHTa/IbHOI AMATHOCTHKE K/TI0YEBYIO
ponb urpaet koMmmnbioTepHas Tomorpadus (KT) opranos
rpygHoit knetku (OI'K), BerABnAOmasn B ocTpyto dasy
xapakTepHble Au¢pdy3Hble 3aTeHEHU S [0 TUITY «MaTo-
BOTO CTEK/Ia» U YY9aCTKM KOHCONMAALNY, a B XpPOHIYe-
CKYI0 — IIpU3HAaKM MHTepCTUIManbHoro ¢puobposa. Cre-
IyeT yYUThIBaTh, 4To KT-1Ipr3Haky reMmocuaeposa merkux
HeCIenpuIHbL.

Knuuauyecku VJIT saBseTcss IMAarHO30M UCK/IIOYEH S
Y YCTaHAB/INMBAETCS INIIb IOC/IE MICYePIIbIBAIOIIETO Aud-
dbepeHIMaIBHOTO MarHo3a, MICK/II0YAIOIIEro BCe NHbIE
MPUYVHBI JIETOYHOTO TeMOCHUIEPO3a, BKIIIOYasi CUHIAPOM
I'ypnacuepa, AHIIA-acconnupoBaHHbIE BaCKYINUThI
(c momombio BeissBaeHust AHITA), kapguoreHHblit re-
MOCHUZEpOo3, 00YC/IOB/IEHHBII MUTPAIbHBIM CTEHO30M
VIM JIEBOXKETYHOYKOBOJ HEJOCTAaTOYHOCTDIO, XpPOHIYe-
ckne nHpexuuy (BMY-nndexmms, Tybepkynes, MUKO3bI)
u fp. [7, 10, 11]. Temocupmepos nerkux, onocpemsoBaHHbII
antutenamu IgG k 6enKy KOpOBbETO MOJIOKA C Pa3BUTHEM
VMIMMYHOKOMIIIEKCHOJ peaKI[uy, M3BeCTeH KaK CHHIPOM
XaitHepa (XertHepa, Heiner; cuHOHMM: 6071€3Hb MOJIOY-
HBIX peuunuTyHOB). [Tpr faHHOM CHMHJIpOMe B KpOBU
PEeTUCTPUPYIOTCA 903MHO(VINA, OBBILIEHNE YPOBHA
o6bmero IgE, obnapyxusaror IgG-anTuTeNa K 6€/IKy KO-
POBBErO MOJIOKA; TP IYICTONIOTYECKOM MCCIIEf0BaHUY
ormedaroTcs oTnoxenus IgG, IgA u C3-koMIoHeHTa KOM-
IUIEMEHTA B alibBeoax [13, 14].

Ha ceropHs oTCyTCTBYIOT YTBEpK/IeHHBIE K/IMHITYECKIIe
pexkoMeHfianuy 1o BefeHnIo nanuentos ¢ MJIT, uro onpe-
IefnsieT HeOOXOAMMOCTD Pa3paboOTKM U ONMTUMU3ALUK
3¢ (PeKTNBHBIX TepaNeBTNYECKUX CTPATEIUII Ha OCHOBE
aHa/IM3a HaKOIJIEHHOTO KJIMHUYECKOro onbita. basuc-
HBIM IIATOTeHETUYECKUM JIeYeHNEeM, IO TBePAUBILNM
cBOI0 90 (PeKTUBHOCTD, SIBISETCS TePANUs CUCTEMHBI-
mu riaokokoprukocreponpamu (I’KC): B octpyto dasy
Ha3HAYaIT NPESHMU30/I0H C IOC/IEAYIOLIEN MeJIEHHO
OTMEHOJ! IIPY OTBeTe Ha TEPAINIO, & IIPU MACCUBHOM KPO-
BOTEUEHUN — IY/IbC-TePANNi0 METU/IIIPESHNU30TOHOM.
[Ipn TsKe0M, pedpaKTepHOM M/IN YACTO PeLUANBIPY-
foutem tedennn K TKC nobasnsior crepong-cobeperarorie
MMMYHOCYIIPECCAHThI, TaKle KaK TUAPOKCUX/TOPOXIH,
asaTMoNpuH, HukaopochaMna, 6-MepKanToOINyprH, Me-
ToTpekcar [7, 15, 16]. B mocnegHme rogpl B Tepanuy TaKux
PE3VUCTEHTHBIX CTy4aeB C YCIIeXOM NPUMEHAETCS PUTYK-
cumab [17], numocTepongHbI (TMIIOCOMAIbHBIN) TeKca-
MeTa3oH [18-20]. CuMnTOMaTH4ecKoe ieyeHye HalpaB-



JIEHO Ha KOPPEKINIO YIPOXKAIOUINX KM3HU COCTOSHNUII
¥ BKJIIOYAeT PeCIPATOPHYIO IIOAIeP>KKY IIPY IbIXaTe/Ib-
HOJI HEJTOCTaTOYHOCTY ¥ 3aMeCTUTEe/IbHYI0 reMOTpaHCchy-
3MI0 TP TsDKeIoN aneMun (4, 7].

ITporunos npu MJIT ocraeTcs HeonpeneneHHbIM. Vicxo-
Bl BAPBUPYIOT OT CTPEMUTETBHO JIeTATbHBIX B CIydae
¢bynbMUHAHTHBIX POPM € TPOPY3HBIM KPOBOTEUEHIEM
10 KOHTPOIMPYEMOTO XPOHIYECKOTO TeueHNA Ha (poHe
tepanyy. CpeiHAA BBDKMBAEMOCTD ITOC/IE YCTAHOBIICHU A
AMarHOo3a COCTaBIgeT OT 2 71O 5 JIeT, 1IeTaabHOCTh — 50 %
(8, 16]. JonrocpoyHslit IPOTHO3 ONPefieNAeTCsI PUCKOM
Pa3BUTKA TaKMX OCIOKHEHNI, KaK XpPOHUYECKas JIbl-
XaTe/lbHasA HEJOCTATOYHOCTD, JTETOYHAA TMIePTEeH3UA
u nerouHoe ceppue. He6maronpuATHble IPOTHOCTH-
yeckue (GaKTOPhl BKIIOYAIOT PAHHUIT BO3pacT febroTa
(mo 5 mert), 4acThle TSAXKeNble 000CTPEHMA, PE3UCTEHT-
HOCTb K IMMYHOCYIPeCCUBHOI Tepannuy un ObICTpoe
dopmupoBanne Gpubposa Mo JaHHBIM BU3YATU3ALNN
OrK [3, 21].

Ienp nccremoBaHMs — IpOaHAIN3NPOBATh KIIVHIKO-
AMAarHOCTUYEeCKIe OCOOCHHOCTH U TePALIeBTUYECKYIO TaK-
tuky npu VJII, pedppakrepHoM K Tepanuu, y pebeHka
paHHEero BO3pacTa Ha OCHOBaHUM JeTalTbHOrO pasbopa
K/IMTHMYEeCKOTO HAOMIOfIeHN S C JIETa/IbHBIM VICXOIOM.

Marepuansl 1 MeTOIBI

[IpencraBneHo KIMHMYeCKOe HAONMIOleHNe IalVieHTa
1 roga 10 mecsanes ¢ BepuduuuposanusM VJII, Bxiio-
4as 3TAIbl IEYEHU B OTAENEHNY ITyIbBMOHONIOTUM U OT-
IeNIeHNM peaHMMal VM I MHT€HCYBHOM Tepalnn.

Knunuyeckoe Habnronenue

Manpuuk, 1 rom 10 MecsneB (mara pOXXpeHUS
01.02.2024 r.), 14.10.2025 r. moctynnn B [BY3 «Mopo3os-
ckas [JTKD [I13M».

W3 anaMHe3a >XM3HY U3BECTHO, YTO ITALIMEHT OT IE€PBOI
OepeMeHHOCTH, TIePBbIX CPOYHBIX POROB Ha 38-i1 Hexere
recranun. Pomuiacs ¢ maccon tena 2690 1, IIMHOM Tema
47 cM, oueHKoI 1o umikane Anrap 8/9 6annos. PanHuii
HEOHATaJIbHBIN MEPUOJ, OCIOKHUICS Pa3sBUTUEM CPbBITH-
BAaHMI C IPUMECHIO KPOBM Ha 3-U CYTKM XU3HY, B CBA3U
c 4eM peOeHOK OBII IepeBelleH B OT/je/leHNe peaHMa-
uuu v mHTeHcuBHO Tepanuy (OPVT) HOBOPOXKIeHHBIX.
3amnofo3peHa remopparnyeckasi 60/1e3Hb HOBOPOXKI€H-
HOTO, BBEJIeH BUKACO/I. Brinucan momoit Ha 12-e cyTku
JKM3HM B yIOBIETBOPUTENBHOM COCTOSIHUN. B popmome
BaKLMHMPOBAH NPOTUB renaruTa B; Bakumuanua BIDK
He IpoBoauiIack (MeguIMHCKU oTBOx). Haxommncs
Ha IPyIHOM BCKapM/IMBaHIY; IPUKOPM C 6 MecALeB. Ha-
YMHas C 8§ MeCALIEB B Ka4eCTBe MUThA MOMyYas Yaii ¢ Jo-
OaB/IeHMeM L{e/TBHOTO KOPOBBETO MOJIOKA; C YKa3aHHOTO
HepUOfa 10 JAHHBIM OOIEro aHa/I13a KPOBM PETUCTPUPO-
Banach aneMus (Hb no 80 r/m; cM. Tabmuiy). OTmevanuch
HposiB/IeHNA atonmyeckoro gepmaruta. C 18.09.2024 r.
110 19.09.2024 1. HaxOAWJICA Ha CTAlJMIOHAPHOM JIeYE€HNN
BIBY3 «[ITKb um. 3. A. bamnsesoit [I3M» ¢ nuarsosom
«OCTpas KpallMBHMI}a» IIOCTI€ BBEIEHNA B pallMiOH Kypu-

ApxuB neguaTpun un feTcKoit xupypruu Ne4 [3] 2025 ropa

HOTO AIIIa; HONyYasl Tepannio IpeSHIN30/I0HOM BHYTPH-
MBIIIEYHO U IEeTVPU3NHOM.

V3 anamHe3a 3a60meBaHMA M3BECTHO, UTO € 18.09.2025 1.
OTMEYa/INCh PUHOpes, MOBBILICHNE TeMIIepaTyphl Tea,
CHIDKeHMe almneTnta (B mepuox 3aboneBaHus mMoaydan
TO/IBKO I'PYAHOE MOJIOKO), YMeHblIIeHIe fuypesa. AMOy-
JIATOPHO BBITIOJTHEHBI aHa/IN3bI KPOBY ¥ MOYY, BBISIB/IEHA
a"HeMus TsDKenon crenenn. 22.09.2025 r. rocnuranmsu-
poBaH B 'bY3 «II'KB Ne 9 um. I H. Criepanckoro [I3M»;
IpY MOCTYIUIEHUM 110 ZAHHBIM OOILEero aHaan3a KpoBu
remorno6uH (Hb) 34 r/n (cm. Tabnuiy). B npueMHOM OT-
IeeHNN BbIIONHEHO Y3V modex u MO4eBOro Iy3bIps —
6e3 matonoruy. [To JaHHBIM KOMITBIOTEPHOIT TOMOTpaduu
opraHoB rpyzHnoit knetku (KT OI'K) or 22.09.2025 1. BbI-
SIBJIEHbI MHOXKECTBEHHBIE AVICCEMMHVPOBAHHbBIE OYary
B 060uX yierkux; no pesynsraraM [TIP-guarHocTkm Mas-
Ka U3 BEPXHUX JbIXaTe/NTbHbIX yTell 0OHapy>keH Strepto-
coccus pneumoniae. I1o garapiM KT OI'K ot 01.10.2025 1. —
OmnaTepanbHble MHTEPCTULMATbHBIE I3MEHEHM ST 000X
JIETKVX, YYaCTKM YIUIOTHEHNA IO TUITY «MAaTOBOTO CTEK/Ia»
(puc. 1A). ITanment rocnuranusnposan 8 OPUT, nposo-
AMINCh TeMOTpaHC(y3us U aHTUOAKTepHaIbHAS TePATINS
(ammxaruH, negorakcum/cynpb6akTaMm, medennm/cyin-
6akram). KoucynprupoBaH GpTusnaTpoM: yOeauTeIbHbIX
[aHHBIX 3a TyOepKyJIe3 He IOTy4eHO. BbInmcaH ¢ yaydlie-
HyeM 06.10.2025 1. ¢ ;UarHO30M «BHEOOIbHUYHAS ABYCTO-
POHHSAS NONMMCeTMEeHTapHa A ITHEBMOHN S, CpeJHeTsKeas;
MHTEepPCTULMATbHAS JIETOYHas 60/Ie3Hb HeyTOYHEHHAs;
ocTpas JipIxaTe/bHasA HefocTaTroyHOCTh I-1I cT.; monmupe-
dbuuUTHASA aHEMMS TSKEIO CTENIeHN; COCTOSTHME ITOCTIe
reMOTpaHCPY3UM».

3aboneBaHue, NOCTY>XKIBIIee IPUYNHON TOCHUTAIN-
sanuu B 'bBY3 «Mopososckasa AI'Kb [I3M», Hadanoch
10.10.2025 r., korga BHOBb OTMEYaaANCh 3NU30/ MO beMa
TeMIepaTypsl Tena (5o 37,6 °C), MaonpoyKTUBHBII Ka-
HIe/Ib, OfJbIIIKA CO CHVDKEHNMEM CaTypaluy KUCIOpofa
10 faHHbIM mynbcokcumerpun (SpO,) mo 88 %. B casu
C HapacTaHMEM CUMIITOMOB JbIXaTe/IbHO HeJOCTATOY-
HOCTU OblTa BbI3BaHA Opurafa CKOpOil MeRMIIMHCKOI
oMoy, n pebeHoK 6bUT MOBTOPHO ocTaBieH B [BY3
«[II'Kb Ne 9 mm. I. H. Ciepanckoro I3M». Ilo tsxectn
cocroaamA rocuuramusuposad B OPUT. TsaxecTs cocTo-
AHMA ObIa 00YC/IOB/IEHA POSABIEHUAMY JIbIXaTeTbHO
HemoctarogHocT. B OPVIT BbInmonHeHa peHTreHorpadms
OpraHOB I'PY/AHOI KJIETKM, BBIABMBIIAA JBYCTOPOHHNE
ouyaroBomnofo6Hble 3aTeMHeHus (puc. 2A). 13.10.2025 1.
pebeHOK ObIT mepeBefieH B MHPEKI[MOHHOE OT/e/IeHNe
Ne 2 pna mampHenmero nedenus. Ilpu ocmoTpe coxpa-
HSIACh OJJbIIIKA CMENIAHHOI'O XapaKTepa, yCUINBAI0-
masicst mpu 6ecriokorictBe. Kamens ocraBancs pegkum,
MajonpoAyKTUBHBIM. TpeboBanach pecnupaTopHas
IIOfilepKKa: IIOCTOSIHHAS HU3KONOTOYHAS KMCTIOPORO-
Tepamus Yepe3 HasajabHble KaHIONU (IIOTOK 2-3 J1/MUH)
nnsa nonpepxauua SpO, Ha yposHe 97-98 %. Ilpu jibi-
XaHUY aTMOCHEPHBIM BO3YXOM OTMEYaIoCh CHUKEHNE
SpO, mo 90-93 %. C y4eTOM KNMMHMKO-aHAMHECTUYECKIX
HaHHBIX U pe3yabTaToB oOcCnegoBaHMUA (codyeTaHume

o
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Knmunvecknii cnyyaii/ Clinical case

Tabnuua.

[lnHamuka ypoBHs reMornobuHa (Hb) 1 anusoaos reMoTpaHcdysum
Table.

Dynamics of hemoglobin (Hb) levels and blood transfusion episodes

[lata/nepuop
10.10.2024 . 80
22.09.2025 . 34
13.11.2025 . 67
17.11.2025 1. 76
24.11.2025 . 77
07.12.2025 . 82
21.12.2025 . 82
03.01.2026 r. 78

peUNAMBHUPYIOLEN THEBMOHMM C aHEMMEIA, maHndecra-
M1 KOTOPOI COBIAJIa C BBEJEHMEM B PaljIOH L[e/IbHOTO
KOPOBBETO MOJIOKA, Y pebeHKa C IIPOsB/ICHSIMM NIIEeBO
a/UIepruy B BUJie aTONNYECKOTO IEPMATNTA, KPAVBHU-
IIbl B aHaAMHe3e) ObI/I 3aII0[J03peH FeMOCHUEPO3 JIETKIX,
cunppom XaitHepa. [l yriry61eHHOI AMarHOCTUKY U JIe-
YeHMs manyeHT ObUI mepeBefieH B IBY3 «MoposoBckas
ITKDB I3Mp».

[Tpn mocTymneHUu COCTOsIHME pebeHKa TsXeNoe,
oTMeuajcsa cybdpebpunnurer. Pusnueckoe pasBurne
AVICTApMOHMYHOE 3a c4eT AedUINTa MAacChl Tela: JIu-
Ha Tena — 85 cm, macca Tema — 10 KI, MHOEKC MacCChI
tenma — 13,8 kr/m?. Co3sHaHMe ACHOE; KOHTAKT OTPaHM-
4eH, IIPU OCMOTpe OeCIIOKOEH, COIIPOTUBIACTCS MaHU-
nynaguaM. KoxkHble IIOKPOBBI CyX1e, YUCThIe; aJIepru-
JecKas M MHQEKLINOHHAs ChIllb He BbIsABIeHA. BunyMore
C/IM3UCTble 060T0YKM OOBIYHOI OKPACKN; IIPU3HAKOB
I[1aHO3a He BBIABIEHO. AYCKY/IbTaTUBHO B JIETKUX [IbI-
XaHJe JKeCTKOe, XpPUIIbl He BBICTYMINBAIOTCS; IepPKY-
TOPHO 3BYK SICHBIII JIETOYHBII. Kamens pepknii, CyXOIi,
KPOBOXapKaHbs He 0TMedanoch. JacToTa ApIXaTe/IbHbIX
OBVKEHUIT — 58 B MUHYTY, OfbIIIKA CMEIIAHHOIO XapaK-
Tepa, ycunmBamomascsa npu 6ecrnokoiictse; SpO, — 97 %
Ha (OHe TOMOTHUTETBHOI OKCUTeHOoTepanuy 1-2 1/MuH
Jyepe3 Hasa/JbHble KaHIONM. [eMOMHAMIKA CTaOV/IbHAS:
YCC — 120 B MUHYTY, TOHBI CEPJLIA ACHbIE, PUTMUYHBIE,
IIyMBI He BBICTYIINBAIOTCA. JKMBOT MATKUIL, HOCTYIEH
HOBEPXHOCTHOI U I1yOOKOII Mabnanuu, 6e3001e3HeH-
Hbli. [ledeHb He yBe/u4yeHa, cefie3eHKa He Ma/IbIINPYeTCH.
Hnypes afieKBaTHBIIA

ITo gaHHBIM Ta6OPATOPHOTO 0OCIENOBAHYS: B 001IEM
aHa/IM3e KPOBM — IMIIOXPOMHA s MUKPOLMTapHAs aHeMIA
nerkoii creneny, yckopenue COI go 19 mm/4. C-peakTus-
HbII1 6€TI0K B Ipefenax pedepeHCHbIX 3HaueHu L. OO0
aHanu3 Moun 6e3 maronoruu. Koarynorpamma 6e3 oTko-
HeHMI1. VIMMyHOTpaMMa (K/IeTOYHBIN ¥ TyMOpPaIbHbIN
UMMYHUTET) 6e3 KIMHNYeCKM 3HAYMMBbIX U3MEHEHMIL.
AnTunyKaeapHbi ¢pakTop < 1:160; aHTMHENTpODUIbHBIE
nuroriasMaTudeckue antutena (AHITA) < 1:40.

[IpoBeneHo anmepronornyeckoe obcneoBanme: ypo-
BeHb obuiero nmmyHorno6ymusa E cocraun 68 ME/mi,

[lebroT aHeMmm nocie BBeAEHMSA LieNbHOT0 KOPOBLEr0 MosIoKa (Mo AaHHbIM OAK)
locnutanusauus B ITKB N2 9; BbinonHeHa reMoTpaHcdy3us
TpaHcdysus apuTpoLMUTapHO Macchl (NelKopeayLMpoBaHHOM)
TpaHcdy3ns apuTpoLIMTapHOM Macchl (JiefiKopesyLUpoOBaHHON)
TpaHcdy3ns apuTpoLIMTapHOM Macchl (JiefiKopesyLMpOBaHHON)

(

(ne

TpaHcdysus spuTpoLMUTapHOi Macchl (nelKopeayLMpoBaHHOM)

TpaHcdysua spuTpoLMUTapHOi Macchl (NelKopeayLMpoBaHHOM)
(

TpaHcdysus apuTpoLMUTapHOi Macchl (NelKopeayLMpoBaHHOM)

YTO IIPEBBIIIAIO BEPXHIOK IPaHNIY pedepeHCHOTrO MH-
tepBana (60 ME/mn). Crienju¢udeckye MMMYHOTIOOY-
nuusl E (pedepenc < 0,35 kE/n): k kasenny — 0,54 kE/n
(kmacc 1), k anbda-makransbymuny — 1,23 kE/n (knacc 2),
K 6era-nmakrornobynuny — 0,22 kE/n (knacc 0), Kk kopo-
BbeMy MOnoKy — 2,15 kE/n (xmacc 2), Kk Ko3beMy MOJIO-
Ky — 0,88 xE/n (xmacc 2); x 6enky sitna — 69,40 kE/n
(kmacc 5), K xentky — 32,40 xE/n (xnmacc 4), k oBanb6y-
muHy — 19,80 xE/n (kmacc 4), xk oBomykouny — 27,60 KE/n
(kmacc 4), k koHanbbymnny — 8,13 kE/n (knacc 3), k nu-
souumy — 1,99 xE/n (kmacc 2). Crnenndudeckne nm-
MyHorno6ymHbl E K Kunsd4eHoMy MonoKy — 7,10 Mr/n
(MHTepHpeTalMs COITIACHO lIKase nabopatopun). VM-
MyHOrno6ynuHel G: x sainy — 28,0 mr/n (pedepenc-
HBIII MHTepBan — 1o 30,2 Mr/1), K KOpPOBbEMY MOJIO-
Ky — 37,7 mr/n (pedepeHCHbIN MHTepBan — [0 38,7 Mr/m).
Takum obpasom, Obla BbIsABIeHa crienduyieckas IgE-
ceHCMOMIM3aLus K anepreHaM 0elKOB KOPOBbETO MO-
JIOKa U SIiiLa, B CBSI3M C 4eM peOeHOK OBl mepeBeeH
Ha BCKapMJ/IMBaHVE TUII0AJUIEPTEHHOM AMIHOKVC/IOTHO
cmecblo «HeokeliT JI>KyHNOp», KypMHOe A0 U3 paljioHa
TaKXKe ObIIO VICK/TIOUEHO.

ITo faHHBIM TPaxeOOPOHXOCKOINM, BBIIIOTTHEHHOI! MO~
BTOPHO, ObII BepuUIMPOBAaH reMOpPparn4ecKuii Tpaxe-
OOpPOHXNT, B AMHAMMKE — THOMHBII C FeMOPpParn4ecKm
KoMnoHeHTOM. ITpu uccnenosanum >sxunkoctu bAJI neit-
KkouuTs — 680 x 10%/71, HeitTpodubl — 20 %; IO JaHHBIM
LUTONOTMYECKOTO uccnefopanua bAJI B nmpenaparax,
OKpallleHHBIX a3yp-903MHOM, B YaCTV MaKpodaros 00-
Hapy>KeHbI IPAaHY/Ibl CUHETO LIBETa, IPEATIONIOKITETbHO
reMocuzepuHa. [Ipy npoBeeHNN HUTOXUMIYECKOI peak-
LMV HA BBIsIBIEHIE HET€MOITIOOMHOBOTO JKefie3a (peakiust
ITepsica) BBISIB/ICHBI B 4aCTU MaKpodaros cupiepopuibHbie
TPaHy/IBl B yMEPEHHOM KOJIMYECTBE, YTO IOATBEPKAALT,
4TO B MaKpodarax 06Hapy XeHbl KPUCTAJIIb TeMOCHUAEPU-
Ha (puc. 3), fuarHo3 reMocueposa aerkux. I1pu nepsom
nocese BAJI Boimenen Streptococcus mitis. DXoKapguorpa-
¢dudecku ObIIN MCK/II0OYEHBI BO3SMOXKHbIE KapA1aIbHbIe
IPUYIMHBI TeMOCH/ IepO3a.

25.10.2025 r. HayaTa Iy/IbC-TepaNuA METUIIPENHU30-
noHoM (15 MI/KI/cyT); B BanbHelIeM Kypc IIOBTOPSIIN



exxeMecs19HO. [T0OOYHBIX ABIEHNIT M HEKe/IATeIbHBIX pe-
aKIMI1 He OTMe4eHO. 3aTeM ITAlMeHT IlepeBefieH Ha Iepo-
PpabHBII IPefHI30/I0H 13 pacdeTa 1 Mr/kr/cyT. HecmoTps
Ha craproByio Tepanuio 'KC, ormeuanocs mporpeccu-
poBaHMe [bIXaTe/lIbHOI HegocTaTouHOocTH. C Bedepa
06.11.2025 r. maniMeHT nepeBefeH Ha BbICOKOIIOTOYHYIO
oxcurenorepamuio (BIIO) ¢ moroxom 8 1/M1UH; Ha 9TOM
domne SpO, cocrasnsana 96-97 %. Ilo jaHHbBIM UCCIENO-
BaHMA ra30BOT0 COCTaBa KPOBU ¥ KMC/IOTHO-II€I0YHOTO
cocroanus (KIIC) or 06.11.2025 r.: pH — 7,35; PaCO, —
47 mm pr. c1.; PaO, — 67 mMm pr. c1.; BE — 0,1 Mmonb/m;
makTaT — 2,4 Mmmonb/n. 07.11.2025 1. mapametpsr BIIO:
noTok — 10 n/mun, FiO, — 80 %. Bermonuena pentreno-
rpa¢us OpraHoB I'PYAHON KI€TKY, ONUCaHbI fuPPy3HbIe
IapeHXVIMAaTO3HO-MHTEePCTUIMA/IbHBIE U3MEHeHN s, botee
BbIPaKeHHBbIE CIIPaBa; peKOMEeHJ0BaHO yTouHeHue 1o KT
OTK. IIpu 6ecriokoiicTBe OTMEYANNCh AMU3OLBI CHIKE-
Hus SpO, 10 80 % ¢ 6BICTPHIM BOCCTAHOB/IEHIEM.

C y4eToM OTpMLIATENbHON AVMHAMMKI COCTOSHMS, He-
cmotps Ha Tepannio I'KC, 07.11.2025 r. uHMIunposaHa
MMMYHOCYIIPeCCUBHAS Tepalusi PUTYKCUMAaObOM B Ji03e
375 mr/m? 1 pas B Hegento (4 BBegenusi). [To ganusim KT
OI'K o1 08.11.2025 I. — MacCHBHbBIE CIMBHbBIE YYACTKY «Ma-
TOBOTO cTeK/Ma» (puc. 1B); cybmieBpanbHO clipaBa Busya-
NU3MPOBaHA BO3AYIIHAS IIOJIOCTh OKOJIO 4 MM U y4aCTOK
HOBBIIICHHO ITHeBMaTNu3auuyu (Oy/1ie3Hble M3MEHeHM )
pasmepom o 14 x 2 mm. Ha done nccnemoBanms cocro-
AHUe PesKo yXyammaoch (chmkenne SpO, mo 50 %), ma-
uuent nepesened B OPUT. [Tposenena guddepeHians-
Hasl IMaTHOCTUKA C ITHEBMOIMCTHON mHeBMoHMeit: [JHK
Pneumocystis jirovecii B BAJI He o6Hapy>keHa. [laryeHT
HOJTy4asl KO-TPMMOKCA30JI IO MPO(PMIAKTIIECKOI CXeMe,
a TaK)Ke 3aMeCTUTE/IbHYIO TePaIlNio BHYTPUBEHHBIM M-
MYHOITIOOY/IMHOM B CBSI3U C TUIIOraMMAarno0y1mHeMuen
Ha ¢oHe Tepanuu purykcumabom. Ha 0630pHOIT peHT-
reHOTpaMMe OPTaHOB I'PyAHOI KaeTKu oT 14.11.2025 r.
0TMe4Ya/I0Ch HepaBHOMEPHOE CHIDKEeHEe THeBMaTI3aLINN
II0 BCEM JIETOYHBIM IOJIAM C 00eX CTOPOH, 6ojiee BbI-
pa’keHHOe B HIDKHUX M CPeJHUX OT/le/IaX; HapacTaHue
YYaCTKOB YIUIOTHEHNA B IPUKOPHEBBIX M HYDKHEMeNIN-
aJIbHBIX OTHE/NaX ¢ 06eux cTopoH (puc. 2B).

B OPUT nposopniach MVHTEHCUBHAs Tepamlus C 3CKa-
Januer pecCnMpaTopHO mopuaepxkm. 22.11.2025 r.
B CBSA3M C HAPAaCTaHMEM [bIXaTe/TbHON HeJOCTATOYHOCTH
po III creneny manyeHT nepeBefeH Ha MHBA3MBHYIO BEH-
TIIALNIO JIETKUX; B JaJIbHEIIeM IIPYMEeHATach BBICO-
KOYaCTOTHAsA NepPKYCCUOHHAS BeHTW/IALNA Ha allllapare
Percussionaire VDR (nHTpanmy1bMOHa/IbHAS MEPKYCCHU-
oHHas BeHTWIANuA). 30.11.2025 I. 3aperncTpupoBaHbI
HNpPU3HAKYU CMHAPOMA YTEUKN BO3JyXa: HAIIPsKEHHBIN
IHEBMOTOpAKC cipasa (puc. 1B), mHeBMOMenMacTMHYM
U ITHEBMOIIEPUTOHEYM; BBIIONHANINICH TpEeHNPYOIIye
BMetnatenbcTBa. [lo ganusiMm KT OT'K ot 05.12.2025 1.
OIIMCaHBbI I'a3 B CPEIOCTEHNH, Ia3 B IPABOII IJIEBPA/Ib-
HOJI IIO/IOCTY TPV YCTAHOBJIEHHOM JIpEHaKe, YaCTIYHBII
KOJIIAIIC IPABOTO JIETKOT0, HEOFHOPOZHOE YIVIOTHEHME
JIETOYHOJ TKaHU Ha BCeM HPOTXEHNN; IIPOBOAVINCDH

ApxuB neguaTpun un feTcKoit xupypruu Ne4 [3] 2025 ropa
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PucyHok 1.
KomnbtoTepHble TOMOrpaMMbl OpraHoB FPYAHOM KNETKH
naumneHTa: A— 01.10.2025 r. — ynnoTHeHUs No TUMY «MaTo-
Boro cteknax»; b — 08.11.2025 r. — KT-kapTuHa MaccuBHbIX,
CNMBHbIX POKYCOB «MaToBoro cTekna»; B— 30.11.2025r. —
KT-npu3Hakv npaBocTOPOHHEr0 MHEBMOTOPAKCa, MHEBMOME-
LMNaCcTUHYMA, AunaTtaumm 6poHxoB
Figure 1.
CT scan of the chest: A— October 1, 2025: ground-glass opaci-
ties; b — November 8, 2025: CT images extensive confluent
ground-glass opacities; B— November 30, 2025: CT signs of

right-sided pneumothorax, pneumomediastinum, and bronchial
dilation

by

XNpyprudecKkne MaHuMMmynAnnm, BKaIO4YaAaA yCTaHOBKY
npeHaskeit. [IpoBOAM/INICH aHAITOCERALIVIS Y MMUOIUIET S,
MOHUTOPUHT ra3006MeHa U TréeMOIMHaMUKY, KOppeKI A
MeTaboIM4ecKX HapylleHnit, NHQY3MOHHAs M Ba30aK-
TUBHAsSI IOA/leP>KKa 110 KIMHNIECKOII HeOOXOAMMOCTIL.
B PaMKaX KOHTPOJIA COCTOAHMA AbIXaTE€TbHbIX HyTe]?[ BbI-
HOJTHSI/IVICh CePUITHBIE OPOHXOCKOINY C CaHALMEN 1 3a60-
pOM MaTepuaa, BKI0Yas OPOHX0ANTbBEOSIPHbII TaBaX.

ITponorKanack 1 MHTEHCHUIMPOBATACh TATOT€HETH -
Ye€CKasd MMMYHOCYIIpE€CCUBHAA Te€paluni (HPCHHI/K—SOHOH,
Iy/IbC-TePaNNsA METVUINPEJHNU30I0HOM, PUTYKCUMAD).
JloonHMTENbHO Ha3HAYEH a3aTHONPIH, KOTOPBIII B I10-
CTIeLyIOLeM IO Pe3y/IbTaTaM TeJleMeNIITHCKOI KOHCY/Ib-
tanuu ¢ OTAY «HMMUI] 3gopoBss fgeTei» ObLT 3aMeHeH
Ha nukaopocpan. HecMoTps Ha IPOBOAVIMYIO TepaInio,
TedeHe 3a60/IEBaHIS OCTIOKHIIOCH Pa3BUTIEM OCTPOTO
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PucyHok 2.

0630pHble peHTreHorpaMMbl OpraHoB rPYAHON KNETKM Naum-
eHTa: A—10.10.2025 r. — ABYCTOPOHHME 04aroBonoAo6bHble
3aTteHeHus; b — 14.11.2025 r. — HepaBHOMEpPHOE CHUXEHME
NHeBMaTK3aLMmW N0 BCEM JIErOYHBIM MOMISM C iBYX CTOPOH,
DonbLLe B HUKHKX U cpefHuX oTaenax; B—23.12.2025r. —
BbIPAXEHHOE CHIKEHME NPO3PAYHOCTM NIETOYHBIX NONEH,
Hanbonee BePOATHO BCNEACTBUE OTEKA NIETKUX

Figure 2.

Chest radiography images of the patient: A— October 10, 2025:
bilateral focal shadows; b — November 14, 2025: uneven re-
duction of pneumatization in all lung fields on both sides, more
pronounced in the lower and middle regions; B — December
23, 2025: pronounced reduction of the transparency of the lung
fields, most likely due to pulmonary edema

pecnimparopHoro gucrpecc-cuappoma (OPIC, puc. 2B),
JIETOYHOV TUIIEPTEH3UM, JBYCTOPOHHEN IONMCETMEH-
TAapHOJ MHEBMOHIY, TOKCMYECKOTO IIOPaKeHN A NeUYeHN
¢ dopMMpOBaHIEM IIEIEHOYHOI HEOCTATOYHOCT. B s1H-
Bape 2026 r. 0TMeYa/I1Ch IIOBTOPHBIE 3NM30/bI CUHIPOMA
yTedKy BO3/yxa (IHeBMOMEAMACTIHYM, THEBMOIIEPI-
TOHeyM), HOTpe6OBaBIINe XUPYPrUIecKoll KOPPeKILMN.
Hecmotpst Ha 06'beM MHTEHCUBHO TepAIni, BKIIOYAB-
HIell pecIMpPaTOPHYIO U TeMOVHAMMYECKYIO O EPIKKY,
3aMeCTUTE/IbHYI0 Tepanuio (IOBTOPHbIE TeMOTpaHCQY-
3MY SPUTPOLUTAPHON MacChl B CBSI3U C aHeMUell) U M-

PucyHok 3.

Wccneposanme xnaKocT1 bpoHXxoanbBeoNAPHOro NaBaxa.
Crpenkamu yKa3saHbl rpaHy/ibl reMocuAepuHa B aNnbBEONAPHbIX
Makpodarax

Figure 3.

Bronchoalveolar lavage fluid examination. Arrows indicate
hemosiderin granules in alveolar macrophages

MYHOCYIIPEeCCHIO, IpOrpeccupoBaja MONMOpTaHHAA
HEeJOCTAaTOYHOCTD, anBenmaH K }IeTa}IbHOMy I/ICXO,T_IY
05.01.2026 r. B Bo3pacte 1 ropa 11 mecanes. BckpoiTue
He IPOBOAUJIOCD.

O6cyxpmenne

[IpencraBneHHOe HaOMIOfeHNE [EMOHCTpUpYeT ped-
pakTepHoe k Tepanuyu Tedenre VIJIT' y pebeHka paHHero
Bo3pacra. JIMarHos ObUI MOATBEpXJieH OOHapyXXeHU-
em cuziepodaroB B BAJI mocie MCKIIOUEHNs anbTepHa-
TUBHBIX HPMYMH BTOPUYHOTO TeMOCHJEpO3a JEeTKUX.
IlepBoHavanbHble IPEANONOXKEHNA O CUHApoMe Xaili-
Hepa, uMemwIlero 0Oormee OIATONPUATHBIN IIPOTHO3,
He MOATBEPAVIINCh C YYeTOM pPe3y/IbTaTOB aJIeproyo-
TUYeCKOro 00CimenoBaHus (MUHMMANIbHAs PpPeaKTUB-
HOCTb K KOPOBbEMY MOJIOKY IIO JaHHBIM OIIpeJeeHN
IgG-anTHTeN, cCOOTBeTCTBYIOmMaA I Kmaccy, 15-50 mr/m),
Hea((PeKTUBHOCTY TUIOA/IEPreHHOM AueTsl. ['mmoa-
JIepreHHasl [juera C VICKJIIOYeHMeM OeIKOB KOPOBbEro
MOJIOKa — OOBIYHOEe HasHaueHMe IpPU JIETOYHOM IeMO-
cupepose, nnpy3HOM anbBeOIAPHOM KPOBOUSIUSIHNA
y miapennes. [Ipu cungpome XaiiHepa OHa BBICOKO3(]-
(dexTVBHA, OOBIYHO COIPOBOXKIACTCSA PETPECCOM CHMII-
tomaTuku (7, 13, 14, 22, 23].

He okasanacp 9 dexTnBHOI 1 Ha3HAYEHHAs IIPU OT-
cyrcrBum gomxHoro ap¢exra or I'KC [1] repanus ma-
I[MIeHTa PUTYKCUMAOOM B KOMOMHAIINY C APYTUMU VM-
MyHoOJelnpeccaHTaMu (a3aTuonpuH, uukiopochax).
OmnbiT npuMeHeHns purykcumada npu VIJII' HebonbIuoit.
S.W.J. Terheggen-Lagro u coaBT. coobuaror 06 ycmer-
Hoit Tepanuu VJIT' puTykcuMaboM ABYX IalMIEHTOB
9 n 12 net, y kotopbix VJIT 61 ;UarHOCTMPOBAH B BO3-
pacrte 4 1 6 1eT COOTBETCTBEHHO [17].

[TpepMkTOpaMM /I€TATBHOTO MCXOAA Y AHHOTO ITally-
€HTa MOXXHO CUMUTATh ONNCBIBaeMble JPYTUMU MCCIIe-
posatenaMu VJII' mo3gHIO0 OMarHOCTUKY, CBA3aHHYIO
C OTCYTCTBYMEM KPOBOXapKaHbs; OTCYTCTBUE MOHUTOPVH-



ra ypoBHs remorno6una (Hb) Ha ambynaTopHoM artame;
TPaKTOBKY aHEMIM BHE CBA3M C JIETOYHBIM IIOPA’KEHMEM;
PaHHUII BO3PACT; TSHKECTD B ie0I0Te 3a00/IeBaHMST; pesy-
CTEHTHOCTb K Tepanuu [3, 7, 17, 21]. 3a nepuop ¢ 2017 r.
no 2025 r. B oraenenne nynbmononoruu I'by3 «Mopo-
3oBckast [ITKB JI3M» 6110 rocinTamIn3npoOBaHoO 5 eTeit
¢ VIJIT, u3 xotopsix Tpu pebenka nmorn6nmu. Onncanuas
HaMM paHe€ IMaliieHTKa 13 3TON I'pyIIIbI 6OHbeIX TAaKXKe
umena OPJIC npu o6octpennu 3abonesanus [9]. Cpepn
5 MaLMeHTOB TEePANNIO PUTYKCUMAOOM IIONTydanu Tpoe
OO/BHBIX, Y OCTA/IbHBIX IBOMX OHA OKa3a/Iach yCIIEIIHOIL.

3akmoueHnne
MpuonaTndeckuil Jero4Hblili TeMOCULEPO3 — pefKoe
3aboneBaHue, 3¢ (PEeKTUBHOCTb AUATHOCTUKMU U Tepa-
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KJIMHWYECKUIM CNYYAR

Bnnanne CFTR-MonynaTOpOB Ha TeyeHue
penMaMBUPYIOIIETO MaHKpeaTuTa y pebeHka

C MYKOBUCLIVIIO30M

A.Il.Typkosa®?, H. B. Mopsixosa', B. B. lllagpuua®?, E. V1. KonppaTtpesa®?

' OIBHY «MemMKo-reHeTUUECKMIA HayYHbIM LeHTp UM. akag. H. [1. boukoBa» (yn. MockBopeube, 4. 1, . Mockea, 115522, Poccus)
2 OrAY «HauuoHanbHbIi MeAMLMHCKMIA UCCNeA0BaTe IbCKUIA LIEHTP 3[10p0BbsA AeTei» MuHaapasa Poccum (JlToMoHOCOBCKMIA npoc-

nekT, 4.2, cTp. 1, r. Mockea, 119991, Poccus)

3 TBY3 MO «HayuHo-uccneoBaTeNbCKUIA KIIMHUYECKUIA MHCTUTYT AeTcTBa Munaapasa MockoBcKoi obnactu» (yn. KoMuHTepHa,

A.24a, cTp. 1, . Mbituwm, 141009, Poccus)

Pesiome
PeunavBupyOLLMA NaHKPeaTUT y MaLUMEHTOB C MYKOBUCLMAO-
30M (MB) MOeT pasBMBaTLCA MPU «MAFKUX» NaTOreHHbIX Ba-
puaHTax reHa CFIR.

MpencTaBneHo onucaHWe KAWMHWYECKOro cnydyas pebeHka
6 NeT ¢ peunaMBUPYIOLLMM NaHKpeaTMTOM Ha GoHe MB c reHo-
TunoM F508del/3849+10kbC>T, ¢ BbIpaXKeHHOM NONOXKMUTENbHOM
AuHamMukon Ha ¢doHe npueMa CFTR-MopynsaTopoB anekcakag-
TOp + Te3akadTop + uBaKadrop + makadrop. [ocne cTapta

Tepanuu y pebeHKa NOBLICUCA anneTuT, NpekpaTuaMch bonm
B JKMBOTE, OTMEYeHa HOpManu3auus noKasaTtened amuniasbl
W IUNasbl B KPOBH.

CFTR-mopynsaTopbl, BoCCTaHaBNMBaloWwme QyHKUMIO aedek-
THOro GenKka, 3QdeKTUBHbI He TOMbKO MpU NIErOYHbIX NpOsB-
NeHusx 3aboneBaHus, HO U AEMOHCTPUPYIOT MONOXKUTENBHYH
OMHAMUKY B OTHOLLIEHWUM NaHKpeaTUTa npu «MArKoM» GeHoTune
npu MB.

KnioueBblie cnoBa: MYKOBMUCLMAO03, XpOHVIHECKVIVI NaHKpeaTuT, TapreTHaa Tepanus, pELl,VI,EI,MBMp)’IOLIJ,VIﬁ OCprIﬁ NaHKpeaTwuT,

CFTR-mopynsaTopsl
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CLINICAL CASE

ApxuB neguaTpun un feTcKoit xupypruu Ne4 [3] 2025 ropa

Effect of CFTR modulators on the course of recurrent
pancreatitis in a child with cystic fibrosis
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Abstract

Recurrent pancreatitis in patients with cystic fibrosis (CF)
can develop in the presence of mild pathogenic variants
of the CFTR gene. In this article, we report a clinical case
of a 6-year-old child with recurrent pancreatitis in the setting
of CF with the F508del/ 3849+10kbC>T. A pronounced positive
dynamics after the CFTR modulator therapy with elexacaftor
+ tezacaftor + ivacaftor + ivacaftor was observed. Following

the onset of therapy, the child demonstrated an improvement
in appetite, the disappearance of abdominal pain, and nor-
malization of blood amylase and lipase levels. Targeted CFTR
modulator therapy that restores the defective protein function
is effective not only for pulmonary manifestations of the dis-
ease, but also in relation to pancreatitis in the case of mild CF
phenotype.

Keywords: cystic fibrosis, chronic pancreatitis, targeted therapy, recurrent acute pancreatitis, CFTR modulators

For citation: Gudkova A. P., Moryakova N. V., Shadrina V. V., Kondratyeva E. I. Effect of CFTR modulators on the course of recurrent
pancreatitis in a child with cystic fibrosis. Archives of Pediatrics and Pediatric Surgery. 2025;3(4):54-58. doi: 10.66825/2949-4664-

apps-3-4-54-58

BBengenue

Myxkosucungos (MB) (OMIM 219700) — ogHO 13 cCaMbIX
PacIpoCTpaHEHHBIX B MIpPe ayTOCOMHO-PeI|eCCUBHBIX
MOHOT€HHBIX 3ab0/eBaHMIl, 00yC/IOBIEHHOE ITaTOTeH-
HpIMM BapuaHTamu B reie CFTR (OMIM 602421), xo-
AVPYIOLIeM TPaHCMeMOpaHHBII PEryIATOp IIPOBOAU-
MOCTIL.

[TopaskeH1e IOMKeTyTOYHON JKeJle3bl ABIACTCS O HUM
U3 KJIIOYEBBIX U PaHHUX nposasaenuit MB. ¥ 85-90 % ma-
I[VEeHTOB Pa3sBUBAETCSA S9K30KPMHHAA ITaHKpeaTndecKas
HeJI0CTaTOYHOCTDb, MaHM(eCTUPYOIas y>Ke Ha IIePBOM
rogy KmsHn [1].

IIpu coxpaHHOJ MM YaCTUYHO COXPAHHOM 3K30KPMH-
HOJ (YHKIIUN MTOAKeTyJOYHOI KeJle3bl (TaK Has3bIBae-
MBIJT TAHKpeaTNYeCKI COXpAaHHbIN (GeHOTHI (OT aHIIL
Pancreatic Sufficient)), acconunpoBas ¢ «MATKMMM» Ta-
ToreHHbIMM BapuanTamu rena CFTR. VimenHo B aTOI1
TPYIIIe PUCK PA3BUTHUA PELNAVBIPYIOMINX XPOHNYECKUX
DaHKPeaTUTOB Hanbosee BBICOK [2, 3].

B cBA3M ¢ TeM, 4YTO B OTEYECTBEHHOI IUTepaType
NaHHBIX O PeMUAVBMPYIOUEM M XPOHMYECKOM IaH-
Kpearute Ha GpoHe MB HeocTaTOYHO, IIpeACTaBIEH-
HBIJ KIMHUYECKUI CIydail HaIALHO JEMOHCTPUPYET
BBIPA)KEHHYIO IIO/IOKNUTE/IbHYIO JUHAMUKY B BUJE IIpe-
KpallleHNsA pelyINBOB IIAHKpeaT!Ta Ha (OHe Tepanun
CFTR-monynaTopos.

Knuanyecknii cnyvain

JleBouka 6 jeT, AuarHos: MyKOBUCIIMZO3, IIPENMYIIe-
cTBeHHO JeroyHass ¢opma. JH 0. Xpoumyeckuit 06-
CTPYKTUBHBIN OpPOHXUT. PenuvBuUpyIOLINiI MaHKpea-
tuTt. lenornm: F508del/3849+10kbC>T.

Mukpobuonorndeckuit guaruos: XpoHU4IeCKuit
BbIceB S. aureus. XpoHuueckuil seiceB P. aeruginosa
(2021-2025 rr.), spapguKanusi.

Ha6monaercs B otaenennu mykosucuupnosa ['BY3 Mo-
ckoBckoit obmactu «HVKU gercrBa MunsgpaBa MocKoB-
cKoit obmactm» ¢ 2021 .

VI3 aHaMHe3a 3BECTHO, YTO B BO3pacTe OJJHOTO MecCs-
I1a TOCIUTANN3VPOBaHa B MHPEKIMOHHBI JUCIIaHCeP
10 IIOBOZIY THEBMOHMNM, OC/IOKHEHHOII aTeneKTasoM. [le-
BOYKa C ITO/IOXKUTE/IbHBIM HEOHATA/IbHBIM CKPMHMHIOM
Ha MB: B Bo3pacte 2 Hefienb (MccnefoBaHMe IPOBELEHO
C HapyIIeHNeM CPOKOB) IMMYHOP€eaKTUBHBIN TPUIICUHO-
reH 98 Hr/mi1. B Bo3pacre 1,5 Mecs1ieB BiepBble IIpoOBejeHa
noTOBasi Hpo6a, IPOBOAMMOCTD IOTa Ha ammapare «Ha-
HOZaKT» cocTaBuIa 45 MMonb/n (Hopma o 50 MMonb/n),
pe3y/IbTaT OTpuLaTeNbHbII. [lajee COXpaHsIIICD )KaToObI
Ha 4acTble OOCTPYKTVBHBIE OPOHXMUTHI ¥ IIOCTOSHHBII
Kallle/ib BHe IePUOLOB 000CTPEHNSL.

[ToBTOpHO MOTOBas npoba Ha annapare «HaHomakT»
nposefeHa B Bospacre 2 et 8 HMKV percTBa, pesynb-
TaT 74 MMOJIB//T — TIOKA3aTeNN B «IIOTPAHNYHOI 30HE».
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Knmunvecknii cnyyaii/ Clinical case

IIpoBenmen momuck 30 4acTHIX NAaTOI€HHBIX BapMAaHTOB
BredHe CFTR B ®I'BHY «MI'HIL]», BoIsIB/IEHBI IBA 4aCTHIX
MMaTOT€HHBIX BapMaHTa B KOMIIAYH/I-T€T€PO3UTOTHOM
cocrosiHum: NM_000492.4: ¢.1522_1524del (p.F508del)
u 3849+10kbC>T (NC_000007.14: g.117639961C>T). Ta-
KM 00pa3oM, B BO3pacTe 2,5 rofia yCTaHOB/IEH AVaTrHO3
MB. C MOMeHTa yCTaHOBJIEHN I AMATHO3a MOy daeT Oasuc-
HYI0 TepalNIo — MHTaJIALNY ITUIEPTOHNYECKOTO PacTBO-
pa NaCl, nnransumnu fopHa3ssl anbda, )KMpOopacTBOpUMBbIE
BUTAaMUHBL. B CBA3YM ¢ BbICEBOM 13 IbIXaTEIbHBIX My TeN
P. aeruginosa monmy4ana MHTaaIALNY KOMUCTUMETATa Ha-
TpuA ¢ 4 neT.

IIposaBneHns cO CTOPOHBI HOMKETYA0YHOMI
JKelle3bl B aHAMHe3e

C Tpex seT HeBOYKA OTMedasna IepuopmMdecKue 60mu
B KMBOTe. B 61OXMMMUYeCKOM aHann3e KpoBu B 3 rofa
BIIEpBbIe BBIABICHO IOBBINIEHNE IIOKa3aTenell B Kpo-
Bu anbda-amunassl 483 En/n (mpu Hopme 25-125 En/n),
HmaHKpeaTn4eckoit amuiasel 376 En/n (mpu Hopme 4-31
En/n), nakrarmernpporenassl 722 En/n (mpu Hopme Me-
Hee 314 En/n).

Ilo pesynpTaTam yabpTpasByKOBOTO MCCNIENOBAaHNUA Op-
raHoB 6prourHoit monmoctu (Y3 OBII) B Bospacte 3 et
OIIpeme/ANNCh Npu3Haky AU Py3HbIX N3MEHEHNII ITa-
PEHXVMBI IOJXKETYOYHOI JKeJe3bl, peaKTUBHOM TUIIEP-
IJIa3UY eAVHUYHBIX TMM(pATUIeCKUX y3710B. BbicTaBeH
AMATHO3 PelVIVBYUPYIOIMI IIAHKPEATNUT, eXeTrOTHO OT-
MedYajich 000CTPEHNs C MOBbILIEHNEM YPOBHe aMuia-
3bI (0 7 pa3 BbIllle HOPMBI) U aunassl (7o 29 pas Bbllle
HOpMbI) KpoBu. O6OCTpeHMs COMPOBOXKAAMUCH OOIAMNU
B >KuBoTe. Cobmofana fuety (C MOBBILIEHHBIM COAEpXKa-
HYeM 0e/Ka, YMeHblIeHeM yIJIeBOJOB, B YaCTHOCTH Ca-
Xapa, C Pe3KMM OrpaHMYeH)eM SKCTPAKTVBHBIX BEIIECTB,
IyPMHOB, TYTOI/IABKIX )XMPOB, XO/IeCTEPUHA, 9(PUPHBIX
MaceJI, Tpy0oIl K/IeTYaTKY, MICK/TI0YeHeM XKapeHbIX, OYeHb
XOJIOHBIX ¥ TOPSTIMX O/TI0f), ObLT HA3HAYEH MAaHKPeATIH
B MMHM-MUKpocgepax no 10000 EJI mo 3 pas B feHb, Ko-
TOPBIN [eBOYKA IPUHMMAET KO HACTOAIIETrO BPEeMeH.
ITpu o6ocTpenn monmyyana Cra3MOIUTIKY, 930MeIpasol,
IpY HeOOXOAMMOCTY MH(QY3UOHHYIO TEPATINIO C ITOTOXK Y-
TeIbHOM TUHAMMUKOI.

[Tpn ocMoTpe B Bo3pacTe 5 /eT pusmdecKoe pasBu-
THe cpepgHee rapMoHnyHoe: Bec 25 kr, poct 123 cm, UMT
16,5 (77-i1 nepueHTnIb, 0,74 2-score). CocrosiHme 1O 3260-
JIeBAaHMIO CPefIHeN TAXKeCTH, CAMOYYBCTBIUE He CTPajjaeT.
IIpaBUIBHOTO TENTOCIOXEHN S, [JOCTATOYHOTO IIUTAHNS.
Kosxa pusmonormdeckoit okpacku, yncrasi. HocoBoe msi-
XaHue He 3aTpy/iHeHO. YacToTa gpIXaHNii — 24 B MUHYTY.
IIpu ayckynbranyy fblXaHye Be3UKY/IAPHOE, IPOBOANUTCS
CHMMETPUYHO C 00eX CTOPOH, XPUIIOB HeT. TOHBI ceppiia
SICHBIE, PUTMIYHBIE. YacTOTa cepAedHbIX COKpaIeHNT —
92 B muH. JKuBot MsArkuii, 60/e3HeHHbII IPY TTa/TbIAIINN
B 30He [Tlo¢dapa, Touxax [lexxapreHa u Meito — Po6cona.
HuoxHuit Kpait IedeHn IanbnupyeTcs y Kpas pebepHoi
nyru. Cenesenka He nanpnupyercsa. Ctyn 1 pas B [ieHb,

o bpucronbckoit mxkane Tumn 3. ModencnyckaHue CBO-
6onHOe, 6e360/1e3HEHHOE.

B xomporpaMme efMHUYHBIE MbIIIE€YHbIE BOIOKHA,
HeJITpanbHBIN )XUP He onpepen:Anca. Ilankpeatnyeckas
amacrasa-1 xama — 6omee 500 MKI/T.

IIpu Y3 OBII B nuddysHble U3MeHEHNUs NeYeHN
(CTpyKTypa HECKOJIbKO HEOTHOPOMHAA, 9XOT€HHOCTD
CpemHsAA, KOHTYPbI POBHbBIE), PeaKTUBHbBIE N3MEHEHN
HOJIKeTyTOYHOI >Kesle3bl (9XOT€HHOCTD MOBBIIIEHA).

[Tpu npoBeneHNM KOMIIBIOTEPHOI TOMOrpaduu opra-
HOB I'PYJHOIT KJIeTK! B S5 000MX JIErKuX 1 B 6a3a/IbHBIX
OTHeNaX HIDKHUX J0/ell 000MX JIETKUX ONpefes/INCh
PeTUKYIApHbIE U3MEHEHN A, HEMHOTO4YMC/IEHHbIE HEPaB-
HOMEPHO pacIpe/ie/ieHHbIe 04aru 1 HeOOIbIlNe YIaCTKN
YIUIOTHEHW A JIETOYHO TKaHY 110 TUITY «<MaTOBOT'O CTEeK/Ia»
HM3KOJI ITIOTHOCTHM, C HEYeTKMMY HEPOBHBIMU KOHTY-
paMm.

I[To faHHBIM KOMIIBIOTEPHOI TOMOTpaduy OKOJIOHOCO-
BBIX [Ta3yX: KapTMHA TUIIEPIIACTMYECKOTO PMHOCHHYCHUTA.
HesHaunTepHbI pUHUT, He3HAYNTENIbHOE S-00pa3Hoe
VICKpMBJIEHVIE IIEPETOPOLKI HOCA, aICHOU/IBI 3-11 CTETIEH .

JleBoYKa IPORO/KaIa IPUHUMATD 6a3UCHYIO TepaInIo.
IuTenpHO MOMy4Yana MHranALUY KOMUCTUMeTaTa Ha-
TpUA B CBA3M C XpPOHUYECKUM BbICEBOM P. aeruginosa.
B Bospacte 5 net 10 mecsiiieB O6b1I0 Ha3HAYEHO 1 MTPOBe-
JeHo 3 Kypca 10 28 fHell MHIanALVOHHOIO a3TpeoHaMa
1o 75 Mr 3 pasa B JIeHb B CBA3M C XPOHUYECKON CUHe-
THOIHOJ MH(]eKIMell TbIXaTeTbHbIX Iy Tell ¢ IOTO0XN-
TeJIbHON AMHAMMKOIL. B mocnenyomem BbiceBOB P. aeru-
ginosa He 3aUKCUPOBAHO.

Tepanusa CFTR-monynaTopamu anekcakaprop + Tesa-
Kagrop + nsakagprop 100/50/75 mr yrpom + uBaxapTop
75 MI Be4epOoM MHULIMMPOBaHa B Bo3pacte 5 et 11 me-
CALIEB.

Ha ¢one npuema CFTR-MofynsaTOpOB B TedeHMe
IEepBBIX 6 MeCALlEB TepalNy OTMeYeHa BbIpa>keHHas
IIOJIOKUTENIbHASA JVHAMMKA CO CTOPOHBI YaCTOTHI PeLN-
OVBOB MaHKpeaTuTa. IloBBICKIICA allIeTUT, IepecTanyn
6ecriokonTsb 60mu B xmBoTe. HeXxenaTebHBIX peak-
1yt He 6b110. UYepes Tpu Hefenu MOC/Ie HavYasIa IpreMa
CFTR-MOpynATOpPOB CTOUT OTMETUTH HOPMa/TU3aLNIO
HoKasaresieil pepMeHTOB IO KeNTyJOTHO JKele3bl (aMu-
Ja3a, MIa3a KpoBM) ¥ CTOMKYIO0 PEMUCCHIO TAaHKPeaTnTa.
JMHaMMKa MoKasaTenel MalyeHTKN [0 U MOCIIe IpueMa
IIperapaToB NpeAcTaBIeHa B Tabu1Ie.

O6cyxpmenne

[TaHKpeaTuT TPAgVILIMOHHO He pacCMaTpUBAJICA KaK JO-
MUHIpYIOIee IposBIeHne MyKoBrcnygosa (MB) BBuny
npeo6najjaHns y HalMeHTOB TsDKETIOl MTaHKpeaTdecKoil
HeJIOCTaTOYHOCTH, IIPU KOTOPOII PYHKIIMOHA/IbHAS TKAHD
JKeTte3bl TPAKTUYECK) IOTHOCThIO 3aMelieHa Gpuopo3Ho-
JKIPOBOJI TKAaHBIO, YTO CHIDKAET PUCK OCTPOrO BOCIIasIe-
Hus. «Msrkue» narorenHble BapuanTbl reHa CFTR MoryT
IIpefipacIoaraTb K pasBUTHUIO IAHKPEATUTA, T.K. PUCK
€ro pasBUTUA 3aBUCUT OT COOTHOLIEHNSA COXPAaHHBIX
aITHAPHBIX K/IETOK IOfIKETYJOYHO YKe/le3bl U CTeIeHN



Tabnuua.
[mHaMuKka nokasartenen 6UOXMMUYECKOro aHaNW3a KPOBM NaLMeHTKU Ha GoHe Tepanum CFTR-MoaynaTopamu anekcakadTop + TesakadTop +
uBakagTop + mBakadTop
Table.

Dynamics of the patient’s biochemical blood test parameters during therapy with CFTR modulators elexacaftor + tezacaftor + ivacaftor +
ivacaftor

[lokasatenu

3r. br.

9Mec. 4 Mec.
Anbda-amunasa (Hopma 25-125 En/n) 483 227
laHKpeaTuyeckas aMunasa (Hopma 4-31 En/n) 376 156
Jlunasa (Hopma 8-78 Ea/n) - 327

o6¢cTpykuuu mpotokos [4]. IIpumepHo y 20 % mnaryeHToB
¢ MB 1 HopMasbHOI QYHKIIVIET IO KeTyTOYHOI JKe/Ie3bl
B Te€UEeHVIe XM3HM pPa3BUBAETCs NAaHKPeaTuT [5].

[TatorenHsrit Bapuant 3849+10kbC>T oTHOCUTCA
K BapMaHTaM C «MATKUM» HEHOTUIIOM, I KOTOPOTO
XapaKTepHbI HOpMaJIbHbIe VJIY IOrPaHMYHbIE TI0Ka3aTeNn
HOTOBOII TPOOBI [6], YTO MMEIO MeCTO B OIIMCAHHOM CITY-
qae. ITO MOXeT 00yC/IaBIMBaTh NO3AHIOK AMATHOCTHUKY,
OTCYTCTBME VMIM IIO3JHEe pasBUTIE IaHKPeaTIecKoil
HEeJJOCTAaTOYHOCTY U COIYTCTBYIOMINX OC/IOKHEHUIL.

OTHOCHUTENIbHO IAHHBIX MUPOBBIX UCCTIEJOBAHNIT Ha-
Kamnusaercs onblT npuMeHeHus CFTR mopynaTopos
y HaLMeHTOB C MaHKpeatuTamMyu npu MB — oTrmedaercsa
JICYe3HOBEHNE CMIITOMOB 3a00/IeBaHM I Y CHVDKEHME Ya-
CTOTHI 060CTpennii [2, 7].

Tak>ke mapaoKcaabHO, HO €CTh OIMCAHUA C/Iydaes,
KOT/Ia OCTPBbIN HAaHKPeaTUT Pa3BUBAJICS y IALIVIEHTOB II0-
CJIe Hayasia IpyeMa TapreTHoit Tepanuu. Sardas u coaBT.
B 2023 r. coobmnan o ByX nanrueHtax ¢ MB u maHk-
peaTniecKoil HefOCTATOYHOCTDIO, Y KOTOPBIX PAa3BUIICS
OCTpBIil ITAHKPEATUT BCKOPe II0C/Ie Hayasla TepPanny KOM-
OMHMPOBaHHBIM IIpernaparoM (anekcakadrop/resakadrop/
uBaxadrop) [8].

[TaHKpeaTuT sIB/IsIeTCS 3HAYMMBIM U HEOOLIEHEHHBIM
ocno>xHeHneM MB, B OCHOBe KOTOPOTO JIEKUT ME€PBUY-
Hasi 0OCTPYKLMs IPOTOKOBOJI CHCTEMBbI ITOIKETYOUHOI
Kesle3bl BA3KMM CeKpeToM Ha ¢oHe nucyHKIum benka
CFTR. IunarHocTuka u jedyeHne JAHHOTO OCIOKHEHMS
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nuuHaE.JI., banmakanosal.E., bopoBukT.3., u gp.
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mykoBucuuposa. Ilox pen. Kyuesa C. 1., Kongparbe-
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ApxuB neguaTpun un feTcKoit xupypruu Ne4 [3] 2025 ropa

br. Binet 51 5. 5 net 6 n. 6 n.
8 mec. 6mec. 9wmec. 11 mec. 2mMec. 5 Mec.
126 153 155 140 102 98 87
83 103 115 85 29 15 17
160 156 181 113 70 65 63

TOJDKHBL HOCUTDh KOMIUIEKCHBIN MEXIVCIVIIIMHAPHBIN
xapakTep. Haubosee momoxxuTenpHble IepCHEKTUBBI
IJIS1 TAKMX HALMeHTOB CBSI3aHBI C IOAB/IEHMEM IIaTOre-
HETUYECKOI TapreTHON Tepanuyu — BbICOKOAKTUBHbBIX
mopynsaTopos 6enka CFTR.

CFTR-MopynATOpPB BOCCTAHABIMBAKT (QYHKIUIO
nedexTHOrO 6enKa U 9PpPeKTUBHBI B TePAIUN PeLy-
OVBMPYIOLIEro NaHKpeaTuta npyu MB, o 4em HarnAmgHO
CBUJETENbCTBYET ONVCAHHDBIN KAMHUYECKNI IIPUMED.
YcrpaHeHue OCHOBHOM IPUYMHBI — HAPYLIEHHOTO COCTA-
Ba U BA3KOCTYU IMAHKPEATNIECKOr0 CeKpeTa — IPUBOANUT
K CHIDKEHMIO IIPOTOKOBOI IMIIePTeH3MH, YMEHbIIEHNIO
ayToarpeccum u, Kak CIeACTBIe, K pa3pelleHNI0 BOCIa-
JINTENbHOTO Iponecca. KIMHNYeCKN 3TO IPOsBIAETCA
MCYEe3HOBEHMEM abJOMIHAIBHOTO 60/IeBOTO CUHIPOMA,
HOpMasu3alyeil ypoBHs IaHKpeaTnuecKnX GpepMeHTOB
U yIydlIeHeM Hy TPUTUBHOIO CTaTyca.

3aknouyeHne

ITocne crapra repanuu CFTR-MogynaTopamu y ieBoYKM
¢ MB Hab6m01a€TCSA IOJIOKUTENbHAA SUHAMUKA TEY€HU A
peLUANBUPYIOIIEro MaHKpeaTuTa: KylupoBaH 60/1eBoil
CUHJPOM, BIIepBbI€ 32 HECKOJIBKO JIeT HOPMaI30BaINCh
IoKasaTeny aMuiaasbl U n1umasel B KpoBu. Ha ¢one Te-
panuu CFTR-MopynaTopamu u ocje npoBefeHNs Tpex
KYPCOB MHT/ISILIOHHOIO a3TPEOHAaMa OTMedYeHa 3paju-
Kauus P. aeruginosa. Tepanus u fuHaMudecKoe HabIIo-
IeHye pebeHKa MPOIOIKEHBIL.
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KJIMHWYECKUIM CNYYAR

DeHNTKEeTOHYPUS ¥ peOeHKa: 3HAaUeHNe
CBOEBPEMEHHOTO BbIABJICHN A U PALIYIOHA/IBHOM
TaKTUKU BELEHU B JOITOCPOYHON MEPCIIEKTUBE

A.I1. Kuprotknaa', A. @. Tanariem?

' ®rb0Y BO «CamapcKui rocynapCTBeHHbI MeIMLMHCKMIA YHuBepcuTeT» (yn. Yanaesckas, 1. 89, r. Camapa, 443099, Poccus)
2TbY3 «lopoackas aeTckas NonMKAMHUKa» (Np-T Mobenpl, A. 95, r. MNen3a, 440047, Poccus)

Pestome

OenunketoHypus (OKY), wunam  runepdeHnnanaHMHeMus
(T®A) — 3aboneBaHue, 00ycnoBNeHHOE HeLOCTAaTOYHOCTHI
aKTMBHOCTM (epMeHTa (eHunanaHuHrnapokeunasel (OATR),
NPUBOASLLEN K HAKOMNIEHWIO B OpraHu3Me deHnnananuHa (OA)
W NPOAYKTOB ero MeTabonu3amMa. CBoeBpeMeHHas AMarHocTuKa
OKY obecneunBaeTcs npoBeeHMEM HEOHATANIbHOTO CKPUHUH-
ra BCEM HOBOPOXAEHHbIM. 3T0 CO34aeT BO3MOXHOCTb CBOEB-
PEMEHHOrO Ha3HAYeHWA afleKBaTHOW AWeToTepanuu u bnaro-
NPUATHOrO NporHo3a 3aboneeaHus. B cTaTbe npeacTaBnieHo
ONKUCaHMEe KNIMHUYECKOr0 CNyYas No3JHei AUarHoCTUKM Kiac-
cuyeckoi popmel OKY. MauueHT Haxoannca Noa ANUTESbHbIM
HabniogeHueM c poxaeHus fo 17 net. OcobeHHOCTLI0 AaHHOO
CNyyas SBNAETCS BbIABIEHUE (EHUNKETOHYPUU B 2-NETHEM
Bo3pacTe. HeoHaTanbHbIli NepuoA Bbin OCNOXHEH MepuHa-
TanbHbIM nopaxenneM UHC runokcuyecku-uwemmyeckoro

reHesa, aTesleKTaTU4eCKON MHEBMOHMEW, IHTEPONaTUYECKUM
CMHAPOMOM. YKasaHHbIMKM NaTONOTMYECKMMMU COCTOAHMAMM
00bACHANACH paHHSAS 3alepXKa MOTOPHOIO M PeyeBoro pas-
BUTUA [0 LOCTUXEHMA pebeHKoM ABYX fneT. 1o NOCTaHOBKM
AmarHosa pebeHoK nofydan Bo3pacTHble [03bl Oenka ¢ nu-
LLen, 3TO CbIrpano rfaBHY0 posib B OPMUPOBAHUU CTOMKMX
MCMXOPEYEBbIX HapYLWEHUA M KOTHUTUBHBLIX PaCCTPOWCTB.
CTporas nueToTepanus, HasHaYeHHas Nocsie NOATBEPIKAEHNSA
nauarHosa ®KY, no3sonmna AocTUYb YaCTUYHON KOMMEHcaLum
HapyLUEHWA, 0HAKO paHHUE KOTHUTMBHbIE MOCNEeACTBUSA OKa-
3anucb HeobpaTuMbIMK. HepocTaTouHbIM YpOBEHb NpuBEp-
YKEHHOCTM JIeYEHUIO CTan NPUYMHOI pa3BUTMA Y pebeHKa 3nu-
30[10B MeTabonmyeckonm paexkoMmneHcauuu. ConyTcTBylowias
COMaTU4ecKas NaToNorus, HanpoTMB, He OKasbiBaja peLualo-
LLiero BAMAHUA Ha TedeHne OKY.

KnioueBblie cnoBa: (I)EHVIJ'IKETOHypVIFI, LETH, KIIMHUYECKMIA cnyqaﬁ, no3aHAA AUarHoCTuKa, HEVIPOKOFHMTMBHbIe paCCTPOVICTBa,

ncuxopeyesble HapyLLUeHUA

Ona uutupoBanua: Kupiotkuna A. I1., TaHaiieM A. @. DeHnnKeToHypus y pebeHKa: 3Ha4eHUe CBOEBPEMEHHOI0 BbiSIBNIEHUS
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CLINICAL CASE

Phenylketonuria in a child: Role of timely detection
and rational long-term management
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Abstract

Phenylketonuria (PKU) or hyperphenylalaninemia (HPA) is
a metabolic disorder caused by a deficiency in the phenylala-
nine hydroxylase (PAH) enzyme, resulting in the accumulation
of phenylalanine (PA) and its metabolic products in the body.
Early detection of PKU is achieved through universal neonatal
screening of newborns. This enables timely initiation of ade-
quate dietary therapy and contributes to a favorable prognosis.
In this article, we present a clinical case of a late diagnosis
of the classic form of PKU. The patient was monitored longi-
tudinally from birth until the age of 17 years. A distinctive fea-
ture of this case is the diagnosis of phenylketonuria at the age
of 2 years. The neonatal period was complicated by perinatal
hypoxic-ischemic CNS injury, atelectatic pneumonia, and en-

teropathic syndrome. These pathological conditions accounted
for the early delay in motor and speech development before
the child reached 2 years of age. Prior to diagnosis, the child
received age-appropriate levels of dietary protein, which
played a major role in the development of persistent speech
and language impairments and cognitive deficits. Strict dietary
therapy initiated after confirmation of the PKU diagnosis re-
sulted in partial compensation of these impairments; however,
the early cognitive consequences proved irreversible. Insuffi-
cient adherence to treatment subsequently led to the develop-
ment of episodes of metabolic decompensation. Concomitant
somatic pathology, however, did not have a decisive impact
on the course of PKU.

Keywords: phenylketonuria, children, clinical case, late diagnosis, neurocognitive disorders, speech and language impairments
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BBengenue

Dennnkeronypusa (PKY) — HacmencTBeHHOE ayTOCOM-
HO-peliecCHBHOe 3a00/IeBaHIe, CBA3aHHOE C AePUIIITOM
depmenTa (peHMTATAHMHTUAPOKCUIA3DI, IIPUBOAIIEe
K HakorteHnio Gpennmanannua (PA) u ero TOKCMYECKUX
Mertabonutos [1, 2]. Brarogapss maccoBomy ob6cmenoBa-
HUIO HOBOPOX[eHHBbIX fereil Ha OKY (HeoHaTanbHBII
CKPMHMHI) M3BECTHA PAaCIPOCTPAHEHHOCTb 3TOrO 3a-
6oneBanus B Poccun, KOTopasi COCTaB/IsAeT B CpefHEM
1:7000 HOBOpOXZeHHbIX [3, 4]. Kpome HeoHaTanmbHOro
CKpMHUHIA Ba)XHYI0 ponb B aAnarHoctuke OKY mmeer
MOJIEKY/IIPHO-TEHETUYECKOE MCCIIElOBaHNe, B 4acT-
HOCTIU IOMCK MyTauuii B rene PAH, Ha JOm0 KOTOPBIX
npuxopgurcsa 98% Bcex cnyyaeB I'DA. IIpu sTom rene-
tidecknit manpmapt OKY xapakrepusyeTcsi BBICOKOI
reTepOreHHOCThI0 MyTauuii B reHe PAH, B 9acTu CiIy-
YaeB BBIABIAIOTCA «MSATKME» TeHOTUIIbI, 00YCIOBIMBA-
foliye pasputue foopokadecTBeHHbIX popm DA [5-7].
IIpy OTCYTCTBUM CBOEBPEMEHHON AMATHOCTUKM B IIEp-
Bble Hefeny >xu3Hu petu ¢ OKY kaxyrcsa 3goposbiMy,
B BO3pacTe 2-6 MecCsALEB IOABIAKTCA KIVHIYECKNE
CUMIITOMBI: BAJIOCTb, OTCYTCTBME/TIOTEpA WHTepeca
K OKPY>KalollleMy, MHOIZja Ha000pOT, OBBIIIEHHAs pas-
[Pa>KUTEIbBHOCTD, 0eCIIOKOVICTBO, TMIEPTOHYC MBIIIIL,
runeppedekcusi, 9K3eMaTO3Hasi ChbIllb, OTMeYaeTcs

«MBIIIVHBII 3allaX» IIOTa I MOYM, KOTOPBIN CBSI3aH C BbI-
neneHueM (eHMIaLeTaTa, GeHUInmupysara. Bo BTopom
MONTYTONVM KWU3HU Y HeTel, MPOJo/KAIIINX OTy4aTh
DA ¢ nuuesi, HaOTIO[ACTCS perpecc B MOTOPHOM M IICK-
XOpe4eBOM pasBUTUM, Jajiee Ha MepBblil IIJIaH BbIXOAAT
TSDKe/Ible U HeoOpaTuMble HEBPOJIOTMYECKMe Hapyllle-
HUSA U noBefieHYecKre peakuuu. K enorunmyeckum
0COOEHHOCTAM HeJleYeHbIX MALIIEHTOB OTHOCAT CBET/IbIE
BOJIOCBI, KOXY, TO/TyOble I71a3a, YTO CBS3aHO C HEJOCTa-
TOYHOCTBIO MeJaHMHA, a TaKXXe OTCTaBaHKe B (uU3M-
yeckoM passutun [5]. Takum 06pa3om, OCHOBHAS Iie/b
nedeHUA — TOpjepkaHue KoHneHTpanunm PA KpoBu
MeHee 360 MKMOJIB/TI, 4TO 0becIednBaeT KaK HOpMajlb-
HOe pa3BUTNE B HEIIPOKOTHUTUBHON cdepe, TaK U COOT-
BeTCTBIME (P13MIECKOTO Pa3BUTHUSI BO3PACTHBIM HOPMaM
[8]. MccnemoBaHus nOKaspIBalOT, YTO JueTa C OTPaHU-
yeHneM ®A, HasHayeHHasA y>K€ B HEOHATaJbHOM II€pU-
ofie, MO3BONISIET MUHMMUSUPOBATb PUCK Pa3BUTUA THA-
JK€JIBIX HEBPONOTMYECKUX M ICUXMYECKUX HapyIIeHMUI
[9]. IIpn oTCyTCTBUM AMETUYECKUX OTPAaHMYEHUII Hell-
POKOTHUTVBHbIE HApyIIEHN BCIEACTBYE TOKCMIECKOTO
melicTBuA HakammuBaeMoro @A coxpaHAWTCA Ha Mpo-
TSDKeHUM Bcell mocnepytomeit xmsun [10]. ITostomy
BceM nanueHtam ¢ OKY pexomeHpyercsi HaYMHATD Au-
€TOTepalNIo C orpaHNYeHyneM B panuoHe OA Kak MOX-



HO paHbllle I10CJIe TOCTAHOBKY IyarHosa (OITMMaabHO
mo 3 Henenb >xusHn) [11]. HecMoTps Ha TO 4TO € BO3pac-
ToM y yacTu nanuentos ¢ ®KY Bo3moxxHO ¢popmupoBa-
Hue ToepaHTHOCTY K DA, 060CHOBAaHHBIM SIB/ISIETCS Ha-
3HaueHue runoQeHnIaTaHHOBOM JUEeThl MOXXU3HEHHO
[5]. IueroTepanns moppasyMeBaeT HasHadeHUe HM3KO-
0e/IKOBOIT AMeThl, UCKIIYaromelt 6orarsie ®A mpoayk-
TBI I3 PAlIVIOHA, U CHeNVaN3/POBAHHBIX aMUHOKIICIIOT-
HBIX CMECEN, B TOM 4MC/Ie I NUTAaHNA JeTell IIePBOro
roga xns3un. Crenuann3upoBaHHble Te4eOHbIe AMITHO-
KUCIIOTHBIE CMeCU B KauyeCTBe OCHOBHOTO KOMIIOHEHTA
puetorepanuu pnA nmanuerTos ¢ OKY pgokasanm cBorwo
6e3omacHOCTh 1 3 dextnBHOCTD [12, 13]. Kpome prero-
Tepanuy B KadecTBe IIaTOT€HETMUYEeCKO Tepanuy B Ha-
cTosmiee BpeMsA NMPUMEHSIETCS CUHTETUYECKNI aHalor
Kodakropa QeHmnamaHMHrUApokcunasbl BH,, uro mo-
3BOJISIET CHMKATD 1 3P PEeKTUBHO KOHTPOIMPOBATD yPO-
BeHb PA B KpoBu nanueHToB [14]. CBoeBpeMeHHOE BbI-
sIBJIeHUe 3a00/IeBaHUs U paHHee Hayajlo JUeTOTepannu
netsim ¢ PKY obecrieunBaercsi 00513aTeNbHBIM IIPOBETIE-
HIUeM HeoHaTajbHOro cKkpuHuHra Ha OKY, peanusyemo-
ro B Haumein crpaHe ¢ 1993 r. HecMoTps Ha BHenpeHue
HEOHATAJIbHOTO CKPVMHMHTIA ¥ Haju4ue JOKa3aTelTbHbIX
MMOOXOAOB K mmarHoctuke u jedeHntoo DKV, Bce eme
BCTPEYAIOTCS OTHeE/IbHbIE C/Iy4ay IO3[JHETO BBISBICHUS
3aboeBaHMs y fleTell, YTO 3HAUMUTETBHO YXYJIIAeT ero
IIPOTHO3bI, IOCKOIBbKY B 3TUX C/Iy4asiX JeTH IIPOAOJIKa-
I0T C NI TONyYaTh CTaH/JapTHBIE JO3bI 6€/IKa, B TOM
gncne QA [2, 11, 15].

B maHHOII cTaTbe Mpe[CTaB/IeHbl Pe3y/IbTaThl AHAIN3A
mTenbHoro (15-1eTHero) HabMOMeH N TalenTa C KIac-
cuueckoit popmoit ®KYV, BBIsIBIEHHON TOTBKO Ha BTO-
POM TOAY XM3HM, C OLIeHKO JMHAMUKYU KIMHNYECKOTO
COCTOSIHUA, Ta00PAaTOPHBIX JAHHBIX U 3P PEeKTUBHOCTI
IBVeTOTepaInL.

Marepuansl 1 MeTOIbI

VccnenoBaHue mpencTaBisieT co00 aHAIN3 PETPOCIEK-
TYBHBIX JAHHBIX UCTOPUM OO/IE3HM MAL[VIEHTa MY>KCKOTO
Io7n1a ¢ poXxieHn o 17 net. Visy4eHa MegMIMHCKaA [0-
KyMeHTanus: aMOy/IaTopHas KapTa pebeHKa, 3aK/Iiode-
HUs Bpaveli-CHelaNucToB (TeHeTHKa, HEBPOJIOTa, JieT-
CKOTO 3HIOKPWMHO/IOTA, IacTPOIHTEPONIOra, MCUXMATPA,
noronepa, JIOP-Bpaua, nmeguarpa), Beinmucku us ['BY3
«ITenseHckas obmacTHas [geTcKas KAMHU4YecKas 60Jb-
Huna uM. H. ®. @unatosa», pe3yabraThl 1a00paTOPHBIX,
TeHeTUYEeCKUX ¥ MHCTPYMEHTA/IbHBIX WCC/IeOBAHMIL.
OT 3aKOHHOTO NpeACTaBUTE/IA MAalVeHTa ObIIO MOTyYe-
HO MH(OPMIPOBAHHOE COITIACKe HA IYOMMKALUIO KIIV-
HIYECKOTOo cIy4as (BK/Io4as MeUILMHCKIE JaHHBIe).

Pe3ynbrarsl HaGMIOEHNS
(KITMHMYECKOE HAONIONEeHNE)

PanHNi1 nocTHaTaIbHBIIN NEPUO],
PeGeHok popmicsa OT 2-it (pU3MOIOTNYECKN MPOTEKaB-
meit 6epeMeHHOCTH, 1-X CPOYHBIX ONEPATUBHBIX POHOB,
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¢ BecoM 3500 1, pocToM 53 CM U OLIEHKOII IO HIKaje AIl-
rap 8-8 6amtoB. HecMOTpsi Ha YHOBIETBOPUTETIbHbIE
ITOKa3aTe/ Iy TPV POXKAECHNHN, Y>KE B II€PBbI€ Yachl XKU3HYI
COCTOsIHM€ HOBOPOXK[E€HHOTO OLIEHMBA/NIOCh KaK OC/IOX-
HEHHOE BCJIEe[CTBUE IEepPUHATaNIbHON TMIIOKCUM Y [bI-
XaTe/IbHBIX HapYIIEHNUI, 03TOMY peGeHOK ObLI Iepe-
BeJlEH 13 POJOBOTO OTAENIEHN B OT/e/I€HNE AaTOIOI UM
HOBOpOXKJeHHBIX B ['BY3 «Ilensenckas ob6macTHas
meTcKas KauHudeckas 6onpHuna nm. H. @. dumarosar.
[To pesynbratam obcnenoBaHMsa pebeHKy ObIT ycTa-
HOBJIEH KOMIIIEKC PaHHMX HEOHATaJbHBIX HUArHO30B:
Ilepe6panpHast uueMus (TUIOKCHYECKM-MIIEMIYECKOe
nopaxxeune ITHC). ArenexkraTudeckasi mHeBMOHMA. Tu-
momeranus [I-111 crenenu. Tunornpeos (mog Bopocom/
TPaH3UTOPHBIN). DYHKIMOHA/IbHOE HApYILeHMe IININe-
BapeHNs:A, (epMeHTONaTNA HeyToYHeHHasA. Kpome cnMm-
nromoB nopaxeHus LJHC u pecnimpaTopHBIX Hapyie-
HUJ OTMeYajach guapes, pasBUTye KOTOPOJI CBA3bIBAIN
6o ¢ peakiiyeil Ha CTAPTOBbIE UCKYCCTBEHHBIE CMECIH,
60 C MOCNIEeACTBUAMY aHTUOAKTEpPUATbHOI Tepannu.
lacTpoHTECTMHANIBHBIE CUMITOMBI yAAIOCh KYIMPO-
BaTh MEPEBOJOM Ha BBICOKOTHJIPOIM30BAaHHYIO CMECH.
IToc/e IpOBEEHHOTO JIeYeHNUs COCTOsIHME pebeHKa CTa-
OMMN3NPOBANIOCh, U PeOEHOK B Y[OBIETBOPUTENILHOM
COCTOSHMM OBIT BBINMCAH AOMOJI IOJ HAOJIOleHNe aM-
Oy/1aTOpHOI e MaTPUIECKON CITYXKOBI.

Ha ¢oHe xoMIeHcanuy coMaTU4eCcKux MpOsBIeHMI
B II€pBble MeCALBI )XU3HN COXPAHANNCh HEBPOIOTMYe-
CKJ€ CMMIITOMBI, COOTBETCTBYIOL /€ NIepUHATAaIbBHOMY
nopaxennio [THC: cHmkeHHast ak TUBHOCTb, C/1abasi Bbl-
Pa>KEHHOCTDb OPMEHTUPOBOYHBIX PeaKIMIi, MbIIIE€YHA
TMIOTOHMA.

Co crnoB popurtereit pebeHKa, HEOHATa/IbHBIN CKPUHUHT
Ha ®KY 6511 IpOBefieH B [TOC/IEPOZOBOM ITEPUOfie B CTaH-
mapTHbIe Cpoky. OTHAKO TOKYMEHTAIbHOTO IO TBEepK ie-
HIA IPOBEJEHN A CKPYHMHTA Y €T0 PE3Y/IbTaTOB PONUTENN
He IIO/TyYaIy, CBeIeHM O pe3y/IbTaTaX 00C/IeloBaHNA MM
He COOOIIaNINCh, @ COOTBETCTBYIOIINE TaHHBbIE B JOCTYII-
HOJ MEIVIMHCKOM JOKYMEHTAUMMU OTCYTCTBYIOT.

IIpu manbHelmeM HabMOZEHNN B aMOY/IaTOPHBIX YC-
JIOBMAX OTM€YAJIOCh HapacTalolljee OTCTaBaHMe B IICUXO-
MOTOPHOM Pa3BUTUM: 3afiepKKa (POPMUPOBAHNS [JBUTA-
Te/IbHBIX HABBIKOB, OTCYTCTBYE CAMOCTOATEILHO XOIbObI
IO OBYX JIET, 3aflep>KKa pe4eBOro PasBUTHA, CHIDKEHME
[IO3HaBaTeIbHOV aKTMBHOCTY ¥ BHUMAaHMA.

Takum 06pa3oM, C/IOXKHBII IIEPMHATA/IBHBIN 11 HEOHA-
TAJIbHBIV aHAMHE3, BK/IFOYAIOIINI TUIIOKCUIO, MIIEMIYe-
CKOe TIOpa’keHNe, MHPEKIMOHHbIe OCTTOKHEHNA 1 9HTe-
ponaTu4ecKuil CMHAPOM, M3Ha4a/IbHO pacCMaTpUBasCAa
KaK OCHOBHAs IIpMYMHA 3aJepKKK pasBuTus. OgHaKo
CTOVIKUII ¥ MPOTPECCUPYIOLINIT XapaKTep HapyLIeHWIl
CTasl OCHOBAHNUEM JIJIA Ja/IbHEIIIero 006c/IeoBaHMSL.

ITocranoBka guaranosa ®KY

Ha BTOpOM romy >XmsHm B CBA3M C BBIPa)XEHHON 3a-
Iep>KKOJ ICUXOpPeYeBOro pasBUTHsI peOEHOK HaIlpaB-
JIeH K TeHeTUKy. IIpu fononHuTenbHOM 00C/IefoBaHnN
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Tabnuua.

[nHamuka ypoBHs deHunananuHa (OA) 8 2010-2013 rr. u dpaxTopsl,
BAIMAIOLLME Ha HEro

Table.

Dynamics of phenylalanine (PA) levels over the 2010-2013 period and
decisive factors

o | b sy

2010 907,5 Mepuon OPBU

20Mm 720 Koppekuus nuetsl

2011 3479 YnyuweHue Ha hoHe KOHTponS

nUTaHus

2012 883,3 HapyweHue guetsl

2012 865,2 HapywweHue guetbl

2012 296,5 ApekBaTtHas aueTtoTepanus
TpaBMa: 3aKpbITbIV NepenoM

2013 756,3 KoCTeli npefnieybs, KOppeKuus

AMeThI

OOHapy>KeHO 3HA4YNUTe/NbHOE MOBbILIeHNE YpoBHA DA,
nonTBepKaeH puarHo3: ®OKY, kmaccuueckas ¢opma.
B TOT ke MOMEHT ObIIO [UAaTHOCTMPOBAHO HOCUTENb-
CTBO fleeKTHOI Bepcun reHa oboux popgureneir. Hasna-
YeHa HM3KOOe/IKOBas iMeTa I CllellMann31pOBaHHbIE Jie-
4yeOHble cMecu. B 2011 rofy ManbuuKy HPUCBOEH CTATyC
«pebeHoK-nHBanmua». Kpome toro, B 2025 r. 6b1710 1po-
BEJIEHO T€HETNYECKOE VICCIIeIoBaHMe, MIOATBEPKAAoIee
puarHo3. [1s1 yrouneHns myranuit nposeneH JHK-ana-
mm3 myrtanuit B rene PAH (25 mt.) B ®TBHY «MI'HII»,
obHapy>KeH maroreHHbilt Bapuant 1VS4 — 5G>T B rere-
po3uroTHoM cocrosiiuu. Takum 06pa3oM, Araruos «ge-
HUJIKETOHYPUA» TOATBEPXKAEH MOJIEKYIAPHO-T€HETH-
YECKMM METOZOM.

JuHaMMYecKoe HaOMIOeHNe AL MIeHTa

MOC/Ie IOCTAHOBKY JMarHo3a

[Toce MOCTaHOBKM [iMarHO3a MAaIMeHTy Obl/la Ha3Haue-
Ha [IMeTOTepamnus, YCTAHOBJIEHO [UCIIAaHCEpHOe HaO/IIo-
JieHVe, BK/II0Yalolilee peryaspHble BpadeOHble OCMOTPBI
C OLIEHKOJ (M3NYECKOr0 U HEPBHO-ICUXNYECKOTO pas-
BUTHNA, A TAKKe OIleHKY ypoBHA PA B KpoBu. B Tabmm-
Lle IpeficTaBlIeHa gUMHaMuKa ypoBHA @A B CBIBOPOTKE
KPOBU B 3aBUCUMOCTH OT COOMIOfIEHN UETDI, HA/INYUS
MHTEPKYPPEHTHBIX 3a00/IeBaHNUII ¥ BO3PACTHBIX 0CO-
6enHocreit obOMeHa BewjecTB. Komebanus yposus DA
B nepuoy 2010-2013 rr. cornmacyiorTcsa ¢ maroreHeTmde-
CKMMM MeXaHM3MaMM: yCUIeHUe KaTaboIM4ecKux MIpo-
11ecCOB ITpy NMH(MEKUNAX ¥ HapyLIeHVe JUeThl IPUBOMAT
K IOHATHIO ypoBHA DA,

B Havya/nbHBI TepUOA HAOMIOfEHN ST OTMeYaInCh 3Ha-
YUTe/NbHbIe ITpeBbIIIeHNA pedepeHCHBIX 3HAYeHMUIL,
YTO CONPOBOXJANIOCH KIMHNYECKMMY NPOABICHUAMU
B BIJIE 3a/IepKKM IICUXOPEYEBOT0 U MCUXOMOTOPHOIO
pasBuTuA. Ha poHe KOppeKTMpPOBKM NUTAHUA U Iepe-
XOJla Ha CIIelVa/IN3MPOBaHHbIe HU3KOOEIKOBbIE CMeCH

HaO/II0la/Iach TEH/IEHIMS K CHIDKEHUIO KOHI[EHTPaLiy
@A, ogHAKO OT/Ie/IbHbIE IMKM COXPAHAITCA, YTO XapaK-
TepHO A4 nanueHToB ¢ OKY npn Hapymennax pexxnma
nutanusa nnn snmusonax OPBU.

B mepuop HOIMIKOIBHOTO BO3pacTa y pebeHka puxcu-
poBanuch Konebanusa PA, koTopble TpebOBaIN KOPpEK-
uuy Avetsl. KNMHMYeckn coxpaHsamach 3ajepKKa Icu-
XOpe4eBOro PasBUTHUs, OCYLIECTB/ISNIOCh HAbOMOieH e
HEeBPOJIOTa U ICUXUATPA, IPOBOAUINCH KYPChI JTIedeHN ST
HOOTPOIIHBIMY IIpenapaTamu. B 2013-2014 rr. mpoBopu-
JIUCH IaaHOBbIe rocimrannsanun B [BY3 «O6nmacTHas
ncuxuarpudeckas 6onpauna uM. K. P. EBrpadosa» r. Ilen-
3Bl C IMATHO30M: 3afiep>KKa IICUXMIECKOTO Pa3sBUTUA
cnoxHoro reresa (PKY + pesnugyanpHO-opraHmdeckoe
nopaxenne). O6mee HegopasBuUTHe pedn 3-TO YPOBHAL.
3a nepuop 2014-2017 rr. faHHbIEe Ta6OPaTOPHBIX UCCIIE-
noBaHuit ypoBH:A QA B KpOBU He IPENCTABIEHBI B CBA3N
C OTCYTCTBUEM Pe3y/IbTaTOB B MEAMIIMHCKOI JOKyMeH-
tauyuy. OFHAKO M3BECTHO, YTO IPY IOCTYIJICHUN B 1-11
KJIacC OTM€Yalach yMepeHHasA 3afiep>KKa KOTHUTUBHOTO
PasBUTHA ¥ TPYAHOCTY B IIKOIbHOM aganTauuu. IIpogos-
XKaJI0Ch JYICIIAHCEPHOE HAOIOfieH e ICUXMATpa U HEBPO-
nora, pe6eHOK IPOXOAWI CTAl[MOHAPHBIE 00C/IeOBAHNS
B IICUXMATPUIECKOI KIMHUKE.

Haunnas ¢ 2018 roma u B mocnefymoue rogbl KOHIEH-
tpauys GA [eMOHCTpUPYeT YMepeHHYI0 BaprabelbHOCTb,
0CTaBasACh IPEMMYILECTBEHHO B IIpefie/laX JOIYCTNMbIX
3Ha4YeHMI 1 Knaccudeckoit popmet PKY. PricyHok 2 -
TIOCTPUPYET AUMHAMUKY YpoBHA PA B KpOBM IalMEeHTa
B iepuop ¢ 2018 1. 1o HacToAImEee BpeM, 4TO IO3BOJIAET
OLIEHNTD OITOCPOYHYIO 3P PEKTMBHOCTD AUETOTEPAIINI,
a TaK>Ke IO YepKMBaeT HeOOXOMMOCTb ITOCTOSHHOTO MO-
HuTOpuHra ypoBHs QA ¢ 1e/npi0 IpoPUIaKTUKN KOTHY-
TUBHBIX HapyLICHWIT ¥ HOfAePXKaHM I MeTabOMNIeCKOro
6anmaHca. ITO OTpakaeT BOSMOXXHOCTD CTaOM/IM3aLUN
MeTabO0/IMYeCKOr0 KOHTPO/ISA HpY Pery/lsipHOM AMHA-
MIYeCKOM HaOJII0feHNN 1 TOR00pe afieKBaTHO HYTpU-
TUBHOI Koppekunu. B 2021 r. y pebeHka ObLI BBISIB/ICH
U IIOATBEP>K/IeH TeHeTNYeCKMM JICCTIeOBaHNEeM CYHPOM
XKwunv6epa (myrauns rena UGT1 — 7TA/7TA), 4To He 10-
B/IMSJIO Ha KIMHUKO-TA00pPaTOPHOE TedeHNe OCHOBHOTO
3aboreBaHus, OfHAKO TpeboBano auddepeHNpOBaH-
HOJI MHTepIIpeTanyy OMOXMMIYecKNX IoKasaTereli. I1a-
LMeHT TaK)Xe HaOMIOa/ICs JeTCKUM SHIOKPUHOIOTOM
¢ guarHo3oM «CyOKIMHMYeCcKuit runorupeosd». Obumas
IIOJIOKUTENbHASA JUHAMMKA IIOLPOCTKOBOTO IIEpHOfia Jie-
MOHCTPUPYeT, 4TO AJIUTENIbHOe COOMIOfieH e JUEThI CIIO-
COOHO YaCTUYHO KOMIIEHCHPOBATD MIOC/IEACTBIS PaHHel
TNEeKOMIIeHCal[ M.

Ba)xHO OYEPKHYTh, 9TO 3NM304bI MOBbIIeHNA DA
B KPOBU B 9TOT NEPUOJ, KaK IIPaBUIO, OBIIN CBSI3aHBbI
¢ HapyueHueM auersl. C BO3pacToM, 0COOEHHO MOCye
14-15 nert, manMeHT HEOJHOKPATHO AEMOHCTPUPOBA
3NM301bI OTKa3a oT neded6Horo nuranua (ITIAM-2, Nu-
tri-3 Concentrated, PKU Nutri 3), uTo 3akoHOMepHO
npuBoanIo K nogbeMaM QA 10 KpUTUIECKUX 3HAYEHUIA.
Bpaum-reHeTHKY e>KeTORHO QUKCHPOBAIM YXYy/IICHNEe
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[nHamuKa ypoBHA deHunananuna (OA) (2018-2025 rr.)
Figure.

Dynamics of phenylalanine (PA) levels (2018-2025)

IPUBEP>KEHHOCTH J1eTe U HeOOXOAMMOCTD PeryIspHOro
KoHTponA QA 1-2 pasa B MecAL,.

CocTrosiHUe IaLMIeHTa B HACTOsALIee BpeMsI
B Hacrosmlee BpeMs COCTOsIHME MalyieHTa CTaOMIbHOE,
OH aJaNTHPOBAH, 3aHMMAETCA CIIOPTOM U MY3BIKOI],
IPOJO/KAeT COOMIONATh IO EHNTATaHNHOBYIO AUETY
C YOB/IETBOPUTE/IbHBIM YPOBHEM KOMIUIA€HTHOCTIL.
HMauuble Gpr3MKaIbHOTO UCCIENOBAHMUS: IPK OCMOTPe
COCTOSIHNE MAI[VeHTa Y/IOBJIeTBOPUTEIbHOE. Temocnoxe-
HIe acTeHndeckoe. Macca tena — 62 kr, poct — 183 ¢,
nHpekc Maccol Tena (MMT) cocrasnser 18,5 Kr/m?, 94T0 cO-
OTBETCTBYeT HIDKHel TpaHMIle HOPMa/IbHOTO Iaa30Ha.
Ko>xHble TOKPOBBI YKCThIE, O/1eTHO-PO30BBIE, BHICHIITAHMIT
HeT. Bupumpble cnmusuctoie 0601049KM 63 maTojornde-
ckux usmenennit. Ilepudepnyueckne numbarnyeckne
y3/1bl He yBennueHbl. CepiedHO-COCYANCTAs CUCTEMA:
obmacts cepaua 6e3 Bupumoit gedopmarun. IpaHuisr
OTHOCUTEJIbHOM CepHeYHO TYNOCTH B IIpefiellaX BO3-
pacTHO HOpMBL TOHBI cepylia IPUTTYIIEeHHbIE, PUTMIY-
Hble; IIYMBI He BBICTYIINBaIOTCA. JacToTa ceppedHbIX
COKpalleHuit — 72 yi/MuH., apTepuanbHOe JaBIeHNe —
110/70 MM pT. cT. [IpIXaTenbHAsI CUCTeMA: IPyHAA KIeTKa
acTeHM4ecKoit GOpMBbI, CUMMETPIUYHA, 00€ MOTOBUHBI
Y4YacTBYIOT B aKTe [ibIXaHNA paBHOMepHO. [Ipu mepkyccun
ompefieNnsAeTCsa HOPMaJIbHbIN JIETOYHBIN 3BYK. [IpIXaHMe
BE3UKY/LAPHOE, XPUIIOB He BbIAB/IeHO. JacToTa JbIXa-
Te/IbHBIX JIBYDKeHMIT — 16/MyH. Oprassl NuileBapeHs:
XKUBOT OKPYIJION pOPMBI, He B3AYT, IPM MajIblanym 6es-
6ornesHeHHbIIL. [TedeHb MaIbIMPYETCS MO Kpako pebepHOI
nyru. CeneseHka He nanpnupyercsa. CTY/I perynsapHbIiL.
MoueBbieInTeNbHASL CUCTEMA: HOSICHUYIHAS 00/1aCTh
6e3 0COOEHHOCTEN, CUMIITOM [TOKOTaYMBaHMS OTPUIIA-

2022 2023 2024 2025

TEJIbHBIIL C 00eX CTOpOH. Modencnyckanue CBOOOIHOE,
6esb6o0nesHenHOe. OTEKM OTCYTCTBYIOT.

INcuxugeckmii cratyc: Konrakry focrynen. AKTUBHaA
peub B BUie IPOCTHIX Hepa3BepHYTHIX ¢pas. Crosap-
HBIIT 3amac HeBbICOK. Coob11aeT MpocTble aHAMHECTH-
yeckue cBegenus (PO, BospacT, foMalrHuil agpec,
COCTaB CeMbl). BpeMeHHbIe IpeCcTaBIeHN B CTaAUN
dbopMupoBaHs, BpeMs IO YacaM He oIpefersier. JHaeT
OCHOBHBIE I[BETA VI OTTEHK, IIPOCTHIe TeOMeTpIIecKme
¢urypsr. O60615aeT B IPOCTHIX CAyYasaX. 4-11 TUIIHUI
UCK/IIOYaeT B MIPOCTBIX CIyYasAX, MOTUBUPYET CBOI BBI-
60p. CpaBHeHMe IIPOBOAUT 110 CUTYaTVBHBIM ITPY3HAKAM.
[Tepeckas 1o CI0>KeTHBIM KapTHHKAM HETOYHBIN, CKPBI-
TBIJI CMBICI He OIIpefiernsAeT. JDJIeMeHTapHbIM HaBbIKaM
caMOOOCTy>KMBaHMA BIajieeT, onpsiteH. COH 1 allmeTuT
He HapyIlIeHbl.

Hesponormuecknit craryc: 3pauku D=S, peaknns
Ha CBET )XIBasl, KOHBepreHIM: focrtarouHas. CyXoXXWIb-
Hble pedIeKChl yMepeHHble, paBHOMepHbIe. [laTonmornye-
CKUX pedIIeKCOB HeT.

Takum 06pa3oM, B HacTosillee BpeMs BbIPaXKEHHbBIX
OTK/IOHEHMII CO CTOPOHBI COMaTMYECKOTO 3/[0POBBA
He BBIAB/IEHO, HO OXKNMJAaeMO HAOI0aIoTCsA CTOVIKMe
HeJPO-KOTHUTHBHbIE 1 peueBble HapyIIeHNs, TpeOyIo-
1ive HabMIOeH ST ICUXUATPa.

O6c¢cyxpnenne

ITpepcraBneHHbII KIMHUYECKWUIA CIydYail JEeMOHCTPU-
pyeT mocnenctsus nospgHero BoisBnreHus OKY u mop-
TBEPXKJAET, YTO HECBOEBPEMEHHOE IONy4YeHMe VM WH-
TepIpeTalMsA Pe3yIbTaTOB HEOHATaJbHOTO CKPMHMHTA
npuBenu K nospHeit guarHoctuke OKY ¢ dbopmuposa-
HMEM CTOMKMX ICUXOPEYEBBIX U HEPOKOIHUTUBHBIX

o

63



64

Knmunvecknii cnyyaii/ Clinical case

HapylleHNU}l y mauueHTa. B mepBble ABa roja >KM3HU
peOeHOK HaXOofM/ICS B COCTOSHUM XpoHMdeckoil ['QA,
YTO BBI3BA/NO 3aJEPXXKYy IICMXOMOTOPHOTO pPasBUTUS
U CTOVIKVE HapyIlIeHN A IICUXOPeYeBOoro I KOTHUTUBHOTO
Pa3BUTNSA, OGHAKO IPAKTUYECKM HE 3aTPOHY/IO COMa-
TUYeCKoe 3[J0poBbe MaleHTa. B nnreparype onmcaHsl
ciydan, korza getu ¢ PKY ananormdHo npepcrasieHHO-
MY HaXO[WMINCh B COCTOSIHMM XpoHudeckoir I'PA Bcnen-
CTBUE O3 HEeN AMarHoCTUKY [15] mim oTKasa pogurenei
oT guerorepanuyu [16]. B oTuune oT Hamero manyeHTa
B 9TUX CIy4asAx y fieTell OTMedyanach BbIpa>kKeHHas Op-
ragudecKkas ITaTONOTMSA HEPBHOM CUCTEMBI: CIIacTUYe-
CKMe TeTpamapessl, CUMIITOMaruyeckas QokanpHas
SMMJIENCHA, a Tak)ke MP-kapTiHa o4aros rnmosa u yneu-
komarumu. IlocrmegHue, COracHO NAaHHBIM JIUTEPATYpHL,
ABJIAIOTCSL XapaKTEPHBIMU HENPOBU3YaIM3aLMOHHBIM
npusHakamu OKY u Moryr orpakaTb IJINTEIbHOCTD
u BeIpakeHHOCTb [PA. HeobxomnMo y4mThIBaTL BO3-
MOYXHO€ Ha/IN4Me «HEe3aBMCUMBIX OT 3a00TeBaHUs [Ie-
TepMUHAHT» [17], KOTOpBIE MOTYT IIPUBOAUTDL K Goree
OMaronprsITHBIM MCXO4AM [ake MPY MO3LHUX JUATHO-
CTUKE ¥ JAeTOoTepammy. YUUTBIBas BBINIECKA3aHHOE,
C OfIHOJI CTOPOHBDI, CTeIIeHb BbIPA>KeHHOCTY HapyIIeHNI
y HaILIero MaIyeHTa MOITIa ObI ObITD ellje TsKesee, ¢ APY-
rOil CTOPOHBI, OTCYTCTBME TIOJTHOM KOMIIEHCALIMA JaKe
Ha (POHe AMeTH MOXKET OBITh TAK)Ke CBA3aHO C HEYUYTEH-
HpIMI (aKTOpaMy MHAVBUAYaNbHON ysa3Bumoctu. He
MCKJIIOYEHO, YTO 1 y HAIIEro MalMeHTa MMEITCS XapakK-
tepHble A1 PKY Mopdonornmueckme n3sMeHeHusA B ro-
JIOBHOM MO3re, ogHako MP-mccienoBanus He BBINOI-
Hsncb. OTCYTCTBUE JAHHBIX MAaTHUTHO-Pe30HAHCHOI
ToMOrpaduy TOIOBHOTO MO3ra He IO3BOJIMIO OLEHUTD
CTeleHb BBIPA)KEHHOCTY BO3MOXXHBIX M3MeHeHUit 6erno-
rO BeIeCTBA M MX KOppenAuuio ¢ yposHeM QA u ABA-
€TCs OTpPaHNYEHNEM ONMCAHHOTO HaMU KIMHWIYECKOTO
HaOIIoIeHN .

Ananmus nuHamMuky ®A ¢ 2018 r. mo 2025 T. BEIABUI
ClIefyIolIyie 3aKOHOMEPHOCTHL.

1. Tlepropbl OTHOCUTE/IBHON KOMIIEHCALINY HAOIIIO-
manuchk B 2018 r. (393,3 MxMonb/m), a Takxe B 2019 T.
(592,9 MKMOB/), 9TO YKIa/IbIBA€TCS B AMAINIA30H JOITY-
CTUMBIX 3HAYEHVI A/ MOfPOCTKOB IIPY KJIACCUYIECKOI
dbopme OKY [5]. 1o coBmajjaet ¢ mepuogoM, KOrjga ceMbsi
CTpOro cobmrofiana peKOMeHJALNN AMEeTOJIOTa, PETY/ISIPHO
UCIIOTB30BAINCH IedeOHbIe CMECH ¥ OTPAHMYINBAIOCH
HOCTYIJIEHNE eCTeCTBEHHOTO OeIKa ¢ MUIIeit.

2. YmepenHaa I'PA ¢ukcuposamacp B 2021 T.
(683,7 mxmonb/m), 2022 1. (762,3 mxmonb/n) u 2025 rr.
(713,9 mxmonb/m). B 9Ty mepmonpl mauyueHT moayvan
Crlenuanyu3upoBaHHOE NNTAHNE, OJHAKO OTMedYanich
3MM30/1bl HAPYLIEHNU S JUETHI, YTO HOATBEPKAAeTCA K-

YuacTue aBTopos / Authors contribution

A.TI. KuptoTkuHa — aHanu3 1 0630p COBPEMEHHOM NUTEPATYpbI, HANMCaHWe U pefaK-
TPOBaHMe CTaTbM.

A. ®. TaHalleM — aHann3 MeaMUMHCKON AOKYMEHTaLIMK, HanucaHue CTaTbu.

HMYECKMMM 3aIMCAMY Bpadyeil-TeHeTNKOB O CHVDKEHUY
IIPUBEPKEHHOCTL.

3. BelpaxeHHas [eKOMIIEHCAIMs 3aperucTpupo-
BaHa B 2020 r. (1210 MKMO/IB/I), a TaK>Ke ABaXKIbl —
B 2023-2025 rr. (1210 MKMO/B/1T). DTV 3HAYEHU S 3HAYM-
TEJIbHO IIPEBBIIIAIOT 6€30IIaCHbII YPOBEHD [/ IALIVEHTOB
¢ ®KY u MoryT OBITD CBA3aHBI C IIOAPOCTKOBBIMY IIHNIIIE-
BBIMM NIPEAIIOYTEHUAMM U CHVDKEHVEM KOHTPOJIA pany-
OHa, HE[[OCTATOYHBIM MOTpebIeHneM edebHOI cMecH,
yBe/IMUYMBAIOLIECsA Maccoil Tena (pocT morpebHOCTH
B 6e/IKe), a TaK)XXe MepUOJAMM CTPECCOBBIX M Y4eOHBIX
Harpy30K, YTO KOCBEHHO OTPaK€HO B aHAMHECTIUYEeCKIUX
BAaHHBIX. DNN30Mbl PE3KOr0o NOBbIIIeHNA ypoBHA DA
Ha (OHe CHUDKEHV S IPUBEP>)KEHHOCTHN K JUeTOTepaun
B TIOf[POCTKOBOM BO3PacTe MOIJIN 3aKPeIIATD CYILIeCTBY-
IOLMiT KOTHUTUBHBIN KeUIUT, He TO3BOIAS TOCTUID
HOTHON KoMIeHcanuu. TakuM o6pasoM, onpaBaaHHO
paccMaTpuBaTh MOAPOCTKOBBIN BO3PACT KaK Iepuof, Io-
BBILIIEHHOTO PMCKa He TOJIbKO MeTabOoNMMIeCcKOoil JeKOM-
nencaryy OKY, Ho 1 HeOMaronpusITHOrO JONTOCPOYHOTO
IIPOTHO3a NPV HU3KOU NPUBEPKEHHOCTY JIEIeHNI0. DTO
TEeHIEeHL VS MOATBEP>KAAeTCs NTUTEePAaTyYPHBIMA [JAHHBI-
MU, BeMOHCTPUPYIOIMMI IIOHVOKeHHbIe 3HadeHus 1Q
Yy B3pOC/IBIX NALMEHTOB C HM3KOI NPUBEP>XEHHOCTDIO
JIedeHN s B IOJPOCTKOBOM BO3pacTe Jla’ke IIPY YCIOBUML
HasHa4YeHUs paHHelN AreToTepanun [18].

3aknrodeHne
Takum 06pa3oMm, IPOBeIEHHBIIT aHA/IN3 TO3BOJIVIT IIPUIL-
THU K C/Ie[yIOIINM BBIBOZIAM.

1. ITospusaa guarHoctuka PKY (B Bo3pacre 2 jeT) mpu-
Be/la K BBIPa KEHHOI 3aiep>KKe IICMXOPE4eBOT0 PasBUTHA
U HeJIpOKOTHUTYBHBIM HapyIIEeHUAM.

2. Crporas gueToTepanysA I03BONNWIA JOCTUYb OTHO-
CUTe/IbHOV KOMIIeHCaluu 1abopaTOPHbIX IOKa3aTeseil
ypoBHA QA B chIBOpOTKe KpoBU. HecMoTpaA Ha 9acTny-
HYI0 KOMIIEHCALIMIO MeTabOo/IN4eCKOro KOHTPO/Is Ha pOoHe
OUETOTepanny, KOTHUTYBHBIE Y pedeBble HapyLIeHN ],
chopMuUpoBaBIINeCS B HePUOJ OTCYTCTBUS JIE€YCHU S
(mepBble 2 rofa KM3HM), OKa3anuch Heobparumpimu. He-
JOCTAaTOYHAs IPUBEP>KEHHOCTD JIeYeHNIO B OoJIee cTap-
1IeM BO3pacTe PUBOAMIA K SIM304aM JEKOMIIEHCALINI,
HO He ABJIANACh NEePBUYHON IPUINHON CPOPMUPOBAB-
nrerocs geduuura.

3. IlpepcTaBneHHbI KIMHMYIECKWI CITy9ali HORY€e K-
BaeT Ba)KHOCTD NPOBECHN I HEOHATA/IbHOTO CKPMHMHTA,
CBOEBPEMEHHOI! JUAaTHOCTUKY BPOXX/IEHHBIX 3a00/eBa-
Huit, B yactHoct OKY, agekBaTHOrO Imogxopa K 1e4eHuIo,
BKJ/IIOYAIOIIETO CTPOTYIO AMETOTEPANNIO, KOMIITTA€HT-
HOCTb POAUTENEN I MeXAUCLVIIINHAPHOE HAOTIOieHe
MalyeHTa.
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Pesiome

B 0630pe nutepatypbl NpeacTaBneHbl NOCNEAHUE AaHHbIE O Me-
TOAaX NPOGMNAKTUKM U IEYEHWS aHTUBMOTUK-ACCOLMMPOBAaHHOM
Auapeu, OCHOBHOM NpuuyMHON KoTopoi siensietca Clostridioides
difficile. Noka3saHa 3(peKTMBHOCTL 3TMOTPOMHOIO SIeYEHUS, NpPo-
buoTukoB, bruonormyeckoit u uMmyHotepanuu. Ocobas ponb oT-

Be/leHa BO3MOXHOCTSAM TaKoro COBPEMEHHOr0 Cnocoba NeyeHus,
KaK TpaHcniaHTauusa ¢eKanbHoi MMKpobuoTebl. bonbluoe BHUM-
MaHue yaeneHo AveToTepanuu aHTMOMOTMK-acCoLMMPOBaHHOM
[vapeu, a TaKxe NnepeyncieHbl BapuaHTbl XMpYpruveckon no-
MOLLWM NPy He3(HEKTUBHOCTU KOHCEPBATMBHbIX METO/I0B.
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Abstract

This literature review presents the latest data on methods
for prevention and treatment of antibiotic-associated diarrhea
caused by Clostridioides difficile. The effectiveness of etiotropic
therapies and probiotics, as well as biological and immunother-
apeutic approaches, is shown. The potential of fecal microbio-

ta transplantation as a modern treatment strategy is also dis-
cussed. Special attention is given to the dietary management
of antibiotic-associated diarrhea. Additionally, various surgical
options are outlined for cases where conservative methods
prove ineffective.

Keywords: antibiotic-associated diarrhea, Clostridioides difficile, dietary management, probiotics, biological therapy,
immunotherapy, fecal microbiota transplantation, surgical treatment

For citation: Gorbunov S. G. Current approaches to the prevention and treatment of antibiotic-associated diarrhea. Archives
of Pediatrics and Pediatric Surgery. 2025;3(4):67-76. doi: 10.66825/2949-4664-apps-3-4-67-76

AKTyalIbHOCTD
AHTUOMOTUKYM SB/ISAIOTCS OCHOBHBIMU JIEKAPCTBEHHBI-
MU IIperapaTaMi Ajis jdedeHns MHQeKuil 6aKTepuab-
Hoit aTnonornu. OTKpBITHE 3TOJ TPYIIbI IIpeIapaToB
A. Onemunrom B 1929 rogy 610 HECOMHEHHBIM IPO-
PBIBOM B MeIMIVIHE U II03BONINJIO, II0 MHEHUIO SKCIIEp-
ToB BO3, CcyllecTBeHHO MOBIMATD HAa MPOJO/IKUTENb-
HOCTb JKM3HM 4YeoBeKa B XX Beke. B cBA3M ¢ Mupoknm
BHE[[pEHJEM B KIMHNYECKYIO IIPAKTUKY PalllIOHa/IbHAS
aHTMOAKTepuajabHas Tepalys CTajla OfHON M3 IPUO-
PUTETHBIX 3aja4 JI/I1 MUPOBOJV M OTE€YECTBEHHONM Me-
AMLUHBL PacTymias aHTMOMOTUKOPE3UCTEHTHOCTD, 60-
Jiee BBICOKAsI CKOPOCTD IIOSIBJIEHNUsI HOBBIX MUKPOOHBIX
IATOT€HOB B CPaBHEHMN CO CKOPOCTBIO CMHTEe33 HOBBIX
MOJIEKY/I C QaHTUMMKPOOHOI aKTUBHOCTDBIO, Pas3BUTHE
B psjie cIy4aeB IOOOYHBIX 9P PeKToB aHTHOAKTepHaIb-
HBIX IIPENapaToB JUKTYIOT HEOOXOAVMOCTb, C OJHOI
CTOPOHBI, CTPOTOrO COOMIOfieHNs MOKAa3aHMII K HasHa-
YEeHNI0 aHTUOAKTEPUATbHBIX CPEACTB C OIpefe/IeHHO
KIMHNYeCKMMM PeKOMEHAAUMUAMN IIPOfO/IKUTE/ILHO-
CTBIO M KYPCOBOIJl [030if, @ C IPYroil — y4YeTa M MUHMU-
MM3ALUM PUCKOB, aCCOLUMMPOBAHHBIX C IPYMEHEHNEM
aHTNO6MoTNKOB [1]. OmHAaKO HpUMeHeHMe AHTUOMOTH-
KOB, KaK 1 OOJIBLIVHCTBA JIeKAPCTBEHHDIX IIPENapaTos,
MOJKET COIPOBOXKHATbCS PANOM HEXKeTaTe/lbHbIX peak-
Uuii. AHTMOMOTUKY CIIOCOOHBI BBI3BATh TM6E/Ib HE TOJb-
KO IIaTOT€HHBIX MUKPOOPIaHM3MOB, HO I HOPMAaJ/IbHOI
MUKPOQIOPHI B €CTECTBEHHBIX OMOTONAX, B TOM YUCTIe
" B KUIIIEYHUKe [2].

B cBs13u ¢ 9TMM JIeUeHMe aHTMOMOTIKO-aCCOL MU POBAH-
Hoit puapen (AA]J]) OCHOBaHO He TOJIbKO Ha IPUMEHEHUN
3TUOTPOIHBIX CPEICTB, YTO BIIOJIHE JIOTMYHO, HO I JOJIK-

HO VICXO[UTD U3 IaTOTeHeTNYeCKIX MEeXaHI3MOB pa3BU-
TS 3a60/eBaHuA. Benymum GpakTopoM Ipu 9TOM SBIIAET-
sl pasBuUTHe A1cO103a Ha POHE IPYMEHeHNU s Pas/INIHbIX
aHTUOMOTUKOB (Yalle BCEro TMHKO3aMIU/OB, IEHUII M-
JIHOB, Lle(a/I0OCIOPNHOB, MAKPOINJOB U IIP.), YTO BefleT
K CHVDKEHMIO BBIPAOOTKY IIO/ITHEHACHIILEHHBIX JIETYIMX
KOPOTKOIIETIOYeYHBIX >KMPHBIX KJC/IOT, HAKOIUICHNIO W3-
OBITKA JEeKOHBIOTYPOBAHHBIX XKETUHBIX KUCTIOT, CTUMY-
NTMPYIOIUX CEKPEVIO BOADI 11 37IEKTPOINTOB B IPOCBET
KIIIeYHNKa (ceKpeTopHas auapes). Hexoropsle anTu-
6akTepuanbHble Ipenaparbl 00/1aJal0T MIPOKMHeTHYe-
ckuM adpdextom B otHoernun JKKT (rumepkuuernde-
ckas guapes). lledanocnopunst 111 moxoneHus mMoryT
He IIOJTHOCTBIO BCAChIBAThCS B KUIIEUHNKE, 00Pa30BbIBATDh
KOMIIJIEKCBI C Ka/bLi}ieM, YTO MPUBOAUT K OM/IMAPHOIL
HEeJJOCTaTOYHOCTY M YCU/IEHUIO NePUCTAIbTUKY (TuIle-
pocMonapHas guapes) [3]. Konormusupyomas KMIIeYHNK
C. difficile 3a c4eT TOKCMHOOOPa30BaHMSA TOBPEXAAET
SIIUTENII CAU3UCTON 000I0OYKN IIPENMYILEeCTBEHHO TOJI-
CTOJM KMIIKM C aKTUBaLMell B HeJ IPOBOCIANUTEIbHbBIX
nutokuHoB (VJI-1B, VJI-6, MJI-8, PHO-a, VIOH-y) n BbI-
6pOCOM VX B CUCTEMHBIIT KPOBOTOK [4].

Vcxops u3 MHOroo6pasus 1 CJIOKHOCTY NaTOTeHe-
TUYECKMX MEXaHNM3MOB Pa3BUTUA [MapeN, CBA3aAHHON
C IpUMEeHEeHUEeM aHTUOMOTIKOB, CYIeCTBYeT HECKOIBKO
TepaleBTUYeCKNX MoaxonoB. Ilpn passutun upmomna-
tideckoit AA]I, 06yc/I0BI€HHOI B OCHOBHOM IIPSIMBIM
BO3/IeIICTBIEM aHTUOAKTepHA/IbHBIX IIPENapaToB Ha CJIN-
3UCTYI0 000/IOUKY KMIIEYHNKA ¥ IIPOTEKAOI[ell KINHN-
YeCKM, KaK MPaBUIO, HETSXKeNI0, BO MHOTUX CIIydasax
CTY/I HOPMAJIN3yeTCA CaMOCTOSTE/IBHO ITOC/Ie OTMEHDI
aHTUOMoTNKOB [5]. Ecint sxe 3ab60/meBaHme pasBuBaeTCs



3a cuet kononmsanun JKKT TokcureHHbpIMI ITaAMMaMu
C. difficile, 4TO BepieT, 4allle BCeTo, K TSXKENION Auapee,
TO HEOOXOOMMO KOMIIJIEKCHOE JIedeH e, BKII0YAIoIlee
B ce0s1 KaK MCIIONMb30BaHMe CPELCTB ITUOTPOITHON Te-
pamnuim, TaK ¥ HaToreHeTn4ecK 000CHOBaHHbIE METO/BI,
a TaK>Xe IpUMeHeHYe CUMITOMAaTUYeCKUX CPENCTB, Jue-
TOTEpAIN, 110 TIOKA3aHNAM IIPOBOIUTCS XMPYPridecKoe
BMeIIATENbCTBO [6, 7].

Vicxops u3 nepeducieHHbIX BhILIe JaHHBIX, Ie/IbI0 Ha-
CTOsAIEero 0630pa SIBU/IACH CUCTEMATU3ALNs Y aHAIN3
COBpPeMEHHBIX /INTEPATyPHBIX JAaHHBIX O Pa3/INYHbIX (KOH-
CepBATMBHBIX ¥ MHBA3MBHBIX) METOZIAX JIEYEH NS, @ TAKIKe
npo¢umnaktuky AAJ], BeAYIIMM 3THOIOTNIECKUM (aK-
TopoMm Kortopoii sBnsiercs C. difficile.

Marepuaibl 1 METOAbI MCCTIEAOBAHNA

[IpoBefeH MOMCK ¥ aHAAM3 HAyYHBIX IyOIMKALNI
B MeXAyHapopgHbIX 6asax pgaHHbix PubMed, Scopus,
Web of Science n Google Scholar, a Takxe B 6aze Poc-
CUIICKOTO WMHAIeKca HaywHoro umruposanmsa (PVHII)
3a 1993-2022 rr. Kpurtepun BxIo4eHNA ITyOIMKaLnit
B paboTy — OpUIMHA/IbHBIE MCCIELOBaHMSA, 0030pbI
M MeTaaHa/Iu3bl, HETIOCPEJCTBEHHO IMOCBsIIEHHbIE pac-
CMaTpuBaeMoll mpobneme JedeHUs U TPOPUIAKTHU-
ku AA,

PesynbraThl MCCTIefOBAHUA
Iuerorepanusa npu AAJl, obycnosrennoit C. difficile
(CDI), saBngercsa Ba>kKHeNILEN COCTAB/AIONIEN JTedeHNns
HAlJMeHTOB, MO3BOJIANIeNl MOAUPULINMPOBATh TeUYEHNE
u ucxop 3aboneBaHus. BocnonHenue peduimra sHep-
Iy, IUIACTMYECKOrO Marepuana, MUKPOHYTPUEHTOB,
Pa3sBMBAIOIINXCS BC/IEACTBYE MX MOBBILIEHHON MOTpeO-
HOCTU M CaAMOCTOATE/IBHOTO OIpaHMYeHUs B IUTAHUM,
a TaK)Xe CHIDKEHMe TOKCHYECKOIl peakiyy (JeTOKCUKa-
IUA NUTaHNeM) ¥ KOPPeKIVA M3MeHeHNI MUKPOOMOTHI
KMIIEYHNKA SBAIOTCA 3afjladaMy JIedeOHOTO MUTAHUS
npu sroit nHpekuu. Heo6XoauMo MCIonbp3oBaThb fue-
Ty C MEXaHUYECKUM U XMMUYECKUM IIa>KeHMEeM BO BCeX
IpueMax MUK, COOMIOAATh PeKUM FPOOHOTO MUTAHUS
(6-8 mpueMoB) HeOONMBUIMMM IHOPLUAMHU, PEKOMEHJO-
BaTb YMEHBIINUTb CYTOYHOE IOTpeO/IeHne OBapeHHO
conu. Panmon murtanus npu CDI He gomkeH croco6-
crBoBarb cHyKeHuto Mortopuku JKKT, Heobxommmo
Cofiep>KaHNe B HeM aHTMOKCUIAHTOB, >Kejle3a, LIMHKA,
MefM, MarHus, INIIEeBbIX BOIOKOH U BUTAMIHOB, @ TaK-
e MPOAYKTOB, 00/IaflalolINX CBOICTBAMM NPeOMOTHKA
71 POCTa HOPMAJIbHON MUKPOOMOTHI KMIIIeYHMKa |5, 8].
ITpu CDI cnepyeT MCKIIOYNTD IPOLYKTHI, BbI3bIBAIO-
e 6poykeHe ¥ THEHME B KMIIeYHNKe (>KapeHoe MsCO,
ra3MpoBaHHbIe HAIUTKM, YXMBOTHBIII O€/I0K ¥ XUP, XJIe-
6006y104HbIe M3, 6060BbIe, HeOOPaOOTaHHBIE TEPMU-
9eCKM OBOIY 1 (PPYKTBI), CTUMY/LATOPBI SKeTIEOTAe/IeHN S
(’KMpHBIE IPOAYKTBL, OTPYOU, OBOLIHBIE COKY, CHIPbIE OBO-
¥ ¥ QPYKTBI), CTUMYIATOPBI CEKPeLMM XemyaKa (Kper-
KJie HaBapyCThIe CYIIbI, CaJlo, )KapeHble 01I0/a, COeHbIe
ChIpbI, Kpenkuii yait u kode) [8]. Heobxopnumo orpanu-

ApxuB neguaTpun un feTcKoit xupypruu Ne4 [3] 2025 ropa

YUTD YHOTpeO/IeHe IPOAYKTOB, COfep>KaIinX L-rmnumnH,
KOTOPBIIL SIBJIAETCSA KO-PaKTOpoM 0Opa3oBaHMs Bere-
tratuBHbIX popm C. difficile (TpikBa, peHxenb, 6aHAHBL,
MOJIOUHBIE IIPOAYKTHI, A1, ChIpble MACHBIE IIPORAYKTHI).
Ilns BocmonHeHMs AeduIuTa SHEPTUM, MAKPO- U MU-
KPO9JIEeMEHTOB, BUTAMIHOB, KOpPpPeKIMu A1cOM03a Ki-
IIEYHMKA, @ TAK)KE C LIeJIbI0 IeTOKCUKALIUY L1eecoobpas-
HO JCIIONb30BaHNUe MPOAYKTOB lede6HOro nuTanus [9).
ITpu TspKenoit popme 3a60/1eBaHMA B KOMIUIEKC Te4eOHbIX
MEepOIPUATHUI BK/TIOYAIOT PErUpaTaljMOHHYIO TepaInio,
HapeHTepaTbHOE MUTAHNE C JAJbHEIINM IIePEBOLIOM
Ha 9HTepajapHOe nutanue (10, 11].

OTHOTPONHAA Tepannus
OrtuorponHasa Tepanusa npu AA]Jl mpecnenyer fBe oc-
HOBHbBIE Le/NN: KyIMPOBaHME BOCIIAIUTENIBHOIO IPO-
Iecca B KMIIEYHMKe M ero caHanuio ot crop C. diffi-
cile. OCHOBHBIMU TIpemapaTaMiu JjIsl STOTO Ha CETORHS
SBJISIIOTCS BAaHKOMUIMH U MeTpoHMAason. HecmoTps
Ha pesKoe yBe/lNueHMe B IIOC/IefjHee AecATHUIeTHe da-
croTel U TskecTu CDI, 3Ty Ba aHTUOMOTUKA OCTAIOT-
Csl IIperapaTtaMy BbIOOpa MPaKTUYECKM Y BCeX O0IbHBIX
¢ maHHbIM 3abomeBanmMeM [12, 13]. To 1980-x rogos, Kor-
ma uceBpomembpanosusiit komut ([IMK) BcTpedancs
He TaK 4acTO, CYMTANIOCh, YTO METPOHUAA3O0N ¥ BaHKO-
MUIVH 00/1alaloT paBHON 3P PEeKTUBHOCTBIO U MIEPEHO-
CUMOCTBIO. Pe3ynpraTsl 6ojee MO3MHUX UCCIIETOBAHMI
CBUZIETENbCTBYIOT 00 OfMHAKOBOII 9P PEeKTUBHOCTI YKa-
3aHHBIX IIperapaToB A/ jaedeHus nerkux gopm AAJ]
(90 n 98 % KIMHMYECKOTO OTBETAa COOTBETCTBEHHO) [12].

B HacTosAmee BpeMsa METPOHN/IA3071 OCTAETCS Ipenapa-
ToM 1-11 1rHNUM B nedeHun HeTsKenoi CDI us-3a HU3KoI
croumocTu. Kpome Toro, oH crnoco6¢cTByer npoduiak-
TUKe PacIpOCTPAHEHNA BAaHKOMUI[MH-PE3VCTEHTHBIX
mraMMoB. C IpyToil CTOpOHBL, Ipu Tsxenoit popme CDI,
ocobeHHo B cinydae passutya IIMK, usneyenne HacTy-
maet y 76 % OO/bHBIX IIpY Ha3HAUeHUU METPOHMA3071a
10 CPaBHEHUIO C 97 % Ipy UCIIONTb30BAHNY BAHKOMUIMHA,
KOTOpBI, 110 pe3y/bTaTaM HeJaBHO IIPOBEIEHHBIX IIPO-
CIIEKTVBHBIX KOHTPONMPYEMBIX UCCTIELOBAHNIL, MOXKET
OBITb PEKOMEHJIOBaH B KayeCTBe Ipenapara 1-it 1nHum,
IOCKOJIBKY 3HAUMTETbHO yMEHBIIAeT CYMIITOMBI 3a0071e-
BaHMA ¥ 00/1a/jaeT MEHBIIVM PICKOM Hey/jaul B TepaInm
HaLNeHToB ¢ Tspxenoit popmort IIMK [14]. AnprepHaTns-
HBIMU aHTMOAKTepuaTbHBIMI IIperapaTaMy, KOTOpble
MOXXHO npuMeHATDH npu nedenun CDI, apnawoTca pu-
bakcumuH, prupakcOMUIVH, 6ALUTPALVH, TEVIKOIUTAHUH,
TUTELVK/INH, HUTa3oKcaHup. [Ipu aTom, Kak mpasuio,
OTMEHSIOT Te aHTUOMOTYKY, KOTOPbIe IBU/IVCH IIPUYNHOI
pasBuTuA 3a00/1eBaHNA, a Ha3HAYaeMble STUOTPOIIHbIE
cpencrBa B orHomenunu C. difficile BBOEAT nepopanbHo,
YTO CIOCOOCTBYeT MaKCUMaJIbHO NeKOHTAaMUHALINNI
JKKT ot 3TOr0 MUKpOOpraHu3Ma I ero CIiop, yMeHbIIAeT
PUCK PelUINBOB 3TOi MH(EKINIL.

Pudakcumuu obmafaer mMMUpPOKUM CIIEKTPOM IIPO-
TUBOMUKPOOHOI aKTMBHOCTH, BK/IIOYAIOIMM BO3[ENi-
CTBME Ha OOJIBIINHCTBO TPAaMOTPULIATETbHBIX U TPaM-
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HO/IOXKUTE/IbHBIX, a9POOHBIX U aHA9POOHBIX OaKTepuil,
yrto npu crnenuduyeckom nedennu CDI orpann4uBaer
ero npuMeHeHue [12]. OgHaKO K HECOMHEHHBIM JOCTO-
MHCTBAM pudaKCUMNUHA ClIefiyeT OTHECT! TOT (akT,
4TO OH IpaKTmyecky He BcacpiBaercs us JKKT, meiicTys
NIIb B odare MHQeKII. B HeCKONMbKIX paHZOMU3NPO-
BAaHHBIX K/IVHMYECKUX UCCIeNOBAHNAX [TIOKA3aHO CTAaTH-
CTMYECKM He[JOCTOBEPHOE CHVKEHME YACTOThI PEeLI/IVIBOB
CDI npu ucnonb30BaHNM Pa3IMYHBIX CXeM IIpHeMa pu-
daxcuMmHa IOCTIe CTaHAAPTHOI AHTUK/IOCTPHUAMATBHOM
tepanuu [15]. CregyeT MOMHNTD, 4TO y #eTell pudakcu-
MMH pa3pelieH K IpyuMeHeHnIo ¢ 12 jier.

OupaxcoMUIH — He3aperuCTPUPOBAHHBIN MOKa
B Poccnum, a B mupe goctynnsiir ¢ 2011 roga, Makpo-
LUKINYIeCKUIT OaKTepULMAHBI aHTUOMOTUK Y3KOTO
CIIEKTpaA JENCTBUA, HAIIPABIEHHBIN B IIEPBYIO O4Yepenb
IPOTUB I'PaMIIOJIOKUTEIbHBIX aToreHoB. OH obmajaet
BbICOKOIT a¢ppexTuBHOCTRIO TpoTUB C. difficile, He oxa-
3bIBast CyIL[eCTBEHHOTO BIMSHMS Ha HOPMA/IbHYIO QJIOpy
toncroit kuikyu. Pupakcomuiux obnagaer appekTuBs-
HOCTbIO, CPAaBHIIMOJI C BAHKOMMIIMHOM, 2 B HEKOTOPBIX
ClIy4asAx MPeBOCXOANT ee B OTHOLIEHNN CHVDKEHMA pe-
nupusoB CDI. Penupus CDI nocrne nedeHnsa nepBoro
snusofa GpuaaKCOMUIMHOM Ipousolen y 15 % mamu-
€HTOB II0 CPaBHEHMIO C 25 % MalMeHTOB, MOy YaBUINX
BaHKOMMIVH. OZHAKO TaKOTro >Xe CHVKEHMS JaCTOTbI
peLuAnBOB 3a00/1eBaHM s, BBI3BAHHOTO I'MIIEPBUPY/IEHT-
HBIM U BBICOKOPE3UCTEHTHBIM K aHTUOAKTepuaTbHbIM
npemnaparaM mramMMmoMm BI/NAP/027, He Habmomanocs
[16, 17]. ®upakcOMULIMH TaK>Ke CBA3AH C 6oee HUSKUM
npoueHToM peruauboB CDI, yem BaHkoMuiuH (20 mpo-
TUB 36 %) y manyeHToBs, Korga peunans CDI Habmopancs
6oree yeM depes 4 Hefie/nu MOC/IE JIeUeHUS IPEAbIYLIETO
anusopa [18]. [Tpemapar npuMeHsIeTCs UCKITIOYUTENIBHO
Y B3pOC/IBIX.

ITo pesynbpraTaM ONny6IMKOBAaHHOTO MeTaaHaau3a
$UIaKCOMULNH MOXXET PacCMATpUBATLCA B KadeCcTBe
tepamuu 1-11 muaun npu CDI [19]. Bonee Toro, Guery
" coaBT. B 2017 I. 6bIIO ITOKAa3aHO, YTO IOCTENIEHHOE JIe-
yeHNe GUAAKCOMIULIMHOM B TedeHue 25 CyTOK I0CTOBep-
HO JIy4YIlle 110 CPAaBHEHMNIO C Tepalueil BAHKOMUIIMHOM
Ha npoTspKeHuu 10 gHelt ¥ IpUBOJUT B UTOTE K CTOMKOMY
KIMHNYECKOMY M3/ie4eHunio yepes 30 JHell 1mocie OKOH-
yaHMA Kypca. Hacrora penupuBoB Ha 90-1i leHb TaKKe
OblTa HYOKe B IpyIie ¢ GUAaKCOMULIMHOM, YeM B TPYII-
e ¢ BAaHKOMUIVHOM (9 mpoTuB 18 % COOTBETCTBEHHO).
910 mo3BoNMMIIO B 2017 I. AMepMKaHCKOMY OOLIeCTBY VH-
¢exnuonHbIX 3a60meBanuit (IDSA) u AMepuKaHCKOMY
o61ecTBy sanupeMuonoruy 3ppaBooxpanenns (SHEA)
OOHOBMTD CBOU PEeKOMEH/IAIINN, YKa3aB, YTO BAHKOMUIIVH
" GMAAKCOMMIVH AB/IAITCA OCHOBHBIMM 3THOTPOITHBIMMI
cpencrBamu neyeHus CDI [20].

B 2007 ropy Cochrane Collaboration 6p11 BeIONHEH
MeTaaHajIN3, IOCBALICHHDII 3y4YeHNI0 aHTUOMOTUKO-
tepanuu CDI y B3pocibiX, u gokazaHa 6ombias a¢-
($eKTUBHOCTD TeMKOIUTAaHMHA 110 CPAaBHEHUIO C BAaHKO-
MMIIMHOM U METPOHIJA307I0M. B TO >Ke BpeMs TO/IbKO

B OOHOM V3 BK/IIOUCHHDBIX I/ICCHCHOB&HI/II/UI IIpOBOAMIICA
KOHTPOJIb C MOMO1IbI0 11a1ie60. He6ompiiioit pasmep Bbl-
OOpKM U METO[O/IOTMYEeCKIe OMINOKM OTPaHNINBAIOT
BO3MOJXHOCTb MHTEPIIpETAL VM CAETAHHDBIX aBTOpaMu
BBIBOZIOB [6].

BaunTpamnyH CyIecTBEHHO pexke UCIOIb3YeTCs IS Jie-
gyenys [IMK us-3a BapnabenbHOCTI U HECTaOUTBHOCTH
¢dapmakonornueckoro saddekra B orHowmenun C. difficile,
BO3MOYXHOTO TOKCMYECKOTO BO3ZENCTBIS Ha ITOYKM, TI0-
3TOMy NpEeRIOYTEHME OTHAIOT BaHKOMI/H_U/IHy " METPO-
Hupasony [21]. Beicokas cToMMOCTb Ipemnapara, 9acToe
pasBUTIE TOOOYHBIX PEaKINii TAK)KE OTPAaHIYMBAIOT €T0
[pUMeHEHeE.

Ouc6omo3 u npobuoTuku npu AAJL
YuutbiBasg TOT (aKT, YTO BeAylast polb B Pa3BUTUM
AAJl, obycnosnennoint C. difficile, npuHapmexxur puc-
61103y, TO IAaTOreHeTHYeCKM OOOCHOBAHHBIM SIB/ISETCS
IpUMeHeHUe TPOOUOTUKOB JIJIs JIedeHus U HpoduIak-
TUKM 9TOro 3aboneBanust. JleueOuniit addexT mpobdmo-
TUKOB OOBACHACTCA TE€M, YTO MUKPOOPTaHM3MBI, BXO-
AslYe B MX COCTaB, 3aMeIA0T GYHKIMU HOPMaJIbHO
ayrodmoper JKKT. JlokasaHo, 4TO mpobmoTmku o6ma-
[AI0OT He TOJNBKO TepaIleBTUYECKMM, HO U HpoduIak-
TyeckuMm perictsueMm B orHomenuyu CDI. TpymHOocTb
CPaBHUTE/IbHOM OLeHKY 3((PeKTUBHOCTU pas3IMIHBIX
HPOOMOTUKOB 3aK/II0YAETCSI B OTCYTCTBUI B HACTOSIIee
BpeMs (PapMaKOKMHETUYECKUX MOJeNel N/ MCCIeNo-
BaHNA y 4e/IOBEKa C/IOXKHBIX OMONOIMYEeCKMX BeIeCTB,
COCTOAIINX M3 KOMIIOHEHTOB C Pa3/IM4YHON MOJIEKY/IAp-
HOJ Maccoil U He MOCTYHAMIIUX B CUCTEMHBIN KPOBO-
TOK. TeM He MeHee, NONOKUTENBHYI0 PEKOMEHMALNIO
na nedenns u npodunaktuky CDI Ha faHHBIT MOMEHT
MMEIOT TaKye IpOoOMOTIYeCK)e MITaMMBI, Kak Saccharo-
myces boulardii CNCM I-745, Lactobacillus rhamnosus
GG, Lactobacillus acidophilus LA-5, Bifidobacterium lac-
tis BB-12, Bifidobacterium longum, Enterococcus faecium
SF68 w mp. [12, 22].

Hasna4yeHne yKa3aHHBIX IPOOMOTUKOB II03BOJISET
B 3 pasa cokparutb yactory pazsutusa CDI ¢ 27 go 9%,
HIpY 9TOM K/IMHUYECKUe NPOsBICHUs Auapen 3HauM-
TeJIbHO MeHee BbIpakeHbI [5]. locturaercs 9To 3a cuer
KOHKypeHIuy npobuorndeckux mrammos ¢ C. difficile
Y APYTMMM IIATOTeHHBIMH ¥ YCTIOBHO-IIATOT€HHBIMU MU-
KPOOpraHM3MaMM 3a MUIIeBble CyOCTPAThl B KUIIEYHIKE,
AQHTUTOKCUYECKOTO eVICTBIA, BBIPAOOTKM UMY GaKTepyo-
IIVIHOB 1 I TOKMHOB, CHVDKAIOI[MX YPOBEHDb BOCIIA/IEHN S
B CTeHKe KUK, CTUMY/IAIVY GarounTosa, CuHTesa sIgA,
aktuBanuu T-1MMOnNUTOB, a TAKXKe MOTOKUTEIBHOTO
BIMAHMS Ha OOMEH XoJlecTepuHa U (pepMEeHTATUBHYIO
aktuBHOCTD JKKT, yBenudyenue npogyKkuny mnoanHe-
HACBIIEHHBIX KOPOTKOLIETIOYEYHBIX JIETYYMX KM PHBIX
Kkucrnor [1, 2, 5. IIpo6roTrKy MOXXHO IPUMEHSTh KaK Ofi-
HOBPEMEHHO C Ha3Ha4YeHMeM aHTMOMOTIKOB, TaK U IOCTIe
3aBeplIeHNsA Kypca aHTUOaKTepuaabHOI Tepannn -
TETIBHOCTBIO JI0 3 MecCsALeB st NTPO(UIAKTUKY PeLufiu-
Bos CDI [23].



s npopunakruku penuansos CDI B3pocbiM nany-
€HTaM C BBICOK/M PUCKOM VX Pa3BUTUA PEKOMEH/[YeTCs
HnpruMeHeHue 6e3/10TOKCyMaba — Yel0BeYeCKOr0 MOHO-
K/IOHa/IbHOTO aHTUTeJIA, CBA3bIBAIOIIETO TOKCMH B 1 mpe-
IMATCTBYIOLIETO €ro afire3ny K KomoHountam. [Ipemapat
ObT 006peH YIpaB/leHMeM IO CAaHUTAPHOMY HaJi30py
3a Ka4eCTBOM NMNILEBBIX IIPOAYKTOB M MeVKaMEHTOB
(FDA) CIIIA B 2016 rony. Perncrpanuonnoe nccregona-
HIfe, B KOTOPOM IIPUHS/IN y4yacTue 6omee 2500 MareHToB,
II0Ka3aJIo, YTO 6e3/10TOKCyMab B COUeTaHMM CO CTAaHAPT-
HOII IIepOpaJIbHOI aHTUOAKTepuaIbHON Tepanueit mpu-
BOZIMJI K 3HAYNTETBHO 60JIee HM3KOIT YaCcTOTe PELANBOB
CDJ, ueM TO/bKO IepopaibHasi aHTUOAKTepUaIbHAS Tepa-
st (17 mpoTus 28 %). B To >xe Bpems y akToKCyMaba (Mo-
HOKJIOHA/IbHOTO QHTHUTE/IA, CBA3bIBAIOIETOCA C TOKCHHOM
A C. difficile) He 6bII0 BBIAB/IEHO aHAJIOTMYHOTO 3 deKTa.
ITepuop nonyBeIBeieHUs 6€310TOKCyMaba COCTaB/sAET
19 mHei1, 4TO ObecneunBaeT MPOMUIAKTIKY peaKTUBALNN
C. difficile mocne 3aBeplieHNs Kypca aHTUOAKTePUaIbHOM
Tepamnmny, B TOM 4IIC/Ie B OTHOLIEHN TYIIePBUPYIEHTHOTO
mramma BI/NAP/027. Ilpumenenne npemnaparta orpaHu-
YEHO €TI0 BBICOKOI CTOMMOCTBIO U TOTEHIMa/IbHBIMU 10~
60ounbiMH 3 dexTamu (4aCcTOit JeKOMITEHCAIIEN OCTPOIT
CephevYHOl Hef[OCTAaTOYHOCTY II0 CPABHEHUIO C IPYIIIION
wrane6o — 12,7 npotus 4,8 % cOOTBeTCTBEHHO) [24].

Beccummnromusbie Hocutenu C. difficile uMetoT BrIcOKe
KOHLIEHTPAI[U AHTUTeJI, HAIIPAB/IeHHBIX IIPOTUB TOKCH-
HOB A u B, ciefoBarenbHoO, 3TU aHTUTENA UMEIT 60Jb-
Ioe 3Ha4eHue sl pasBUTUA MMMyHuTeTa mpotus CDI
[25]. YcTaHOB/IEHO, YTO €CTECTBEHHO BbIpabaThIBaeMble
anTnrena k rokcuHaM C. difficile y vHduumnpoBaHHBIX
HaIIeHTOB NPeNATCTBYIOT pa3BUTHIO guapen [26]. Oc-
HOBBIBAACh HA 3TUX 3HAHUAX, IIPOBOJATCS UCCTIE[OBAHNA
II0 BHYTPUBEHHOMY BBEICHIIO IMMYHOITIOOY/INHOB, KO-
TOpbIE MOT'YT OBITH IIOJIE3HBI KAK /11 IeYeH N, TaK U JJIs
npodurakTuky penuansos CDI. Ycnemnas nummyHoTe-
panus 6p11a 661 MHTEPECHBIM CIIOCOOOM 6OPBOBI C ITUM
3abojeBaHMeM, IOCKOIbKY, B OT/INYME OT STUOTPOIIHBIX
CPefiCTB, OHA He Hapyluana 6bl 6akTepuanbHyio Gpropy
opraHmusMma xossuHa [27].

C touku 3peHus nedeHua u npodunaktukyu CDI
IpeACTaBIsAeT MHTepeC Ipenapar ToaeBaMep. ITO TOK-
CUHCBA3BIBAIOLINI IIONMMEDP, KOTOPBIil HE MEEeT Ips-
MOTO aHTUMUKPOOHOTO HECTBUA, IIO9TOMY CUMTAETCH,
4YTO OH He HAHOCUT BpeJl KUIIeYHOM MUKPOQIOpe 1 CII0-
co0eH BOCCTaHAB/INBATh KOJIOHM3ALVIOHHYIO0 Pe3UCTEHT-
HOCTb. B COOTBETCTBMM C 3TOJ TEOpUEN peUgUBIPOBa-
Hue NHQeKUNN y MALVEeHTOB, MOTYYAIINX To/IeBaMep,
OBITIO OTMeYeHO Topasfo pexe (3 %), 4eM y HOMydaolux
BaHKOMMIVIH U METPOHMA301 (23 1 27 % COOTBETCTBEH-
HO). OTHaKO XOpOIINIT pe3yabTaT TolIeBaMepa OTYaCTI
00O'BACHSAETCS BBICOKMM IPOLIEHTOM BBIOBIBIINX U3 KC-
crefoBaHuA B 9Toii rpymie (50 o cpaBHeHMIO ¢ 25 1 29 %
OTHOCHUTENIbHO TeX, KTO IPVHIMA/I BAHKOMULMH U Me-
TpoHMason). [TockonbKy ToeBaMep He TOCTUT CBOE
IIEPBMYHOI KOHEYHOM TOYKM B 9TOM MCCIENOBAHNUY, €T0
paspaboTka 6bi1a pekpaigeHa B 2008 r. [12]. Tem He me-
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Hee 3TOT (aKT OrpaHMIMBAET HEOOXOAMMOCTD JIeI€H ST
AA]Jl myTeM [ONOTHUTETBHOTO Ha3HAYeHNA aHTUOMOTH-
KOB I CTUMY/IMPYeT IIOUCK HOBBIX 9()(PeKTUBHBIX a/IbTep-
HAaTMBHBIX HEAHTNOAKTepUAIbHBIX CIIOCOOOB Tepamnum
¥y IpoUIAKTUKM 9TOro 3aboneBanus [28].

TpancnmanTanusa pexkanbHoil MUKpoOMoTHI (TOM)
MOXKeT VICTIO/Ib30BAThCS IIPY TAXKENON ¥ QyTbMUHAHT-
Holt CDI, pesucTeHTHOI K aHTMOaKTepuaabHOI Tepa-
Iy, 0COOEHHO B CTyYasAX HeONMaronpuATHOTO IIPOTrHO3a
xupyprudeckoro nedernsa. TOM obecrednBaeT caMbli
BBICOKMII ypOBeHb ITpodmIakTuky peruausos CDI cpenn
BCeX BapMAHTOB JIEYEHN ], MI3BECTHBIX B HACTOALLEE BpEMSL.
OTa npouenypa usBecTHa yxe 6onee 1000 et n 6bi1a
BIIEpPBbI€ OINJMCaHa BPa4yoOM TPAaAUILIVIOHHONM KUTaMCKO
MeguuVHLI I's XyHroM, >KMBLIVM B IIePUOJ IpaBIeHN
pyHactuy JoHrnuH (284-364 rr. 1o H. 3.). OH mpuUMeHsII
CYCIIEH3MIO YeToBeYeCKuX (eKanil epopanbHO MaleH-
TaM C TsDKeJION Ayapeeil My MALIeBbIM OTPaBIeHueM [4].
Borgaromuiicsa kurtaickuii Bpad X VI Bexa JIu Illlnaxsup
B 1593 ropy omnucan npuMeHeHue pa3baBieHHbIX (eKab-
HBIX MAacCC, Ha3bIBAEMBIX TAKIKe «KEITBIM» VIV «30/I0ThIM
cynom», A nedenns 3a6onesannit JKKT. Oror metop
TOJITO OCTaBaJICA IPEPOraTUBOI TONbKO BBICOKOIIOCTAB-
JIeHHBIX MaHfapnHOB B [logHe6ecnoi nmnepun. OgHa-
KO TIOCJIe Ty TeIEeCTBUA CPEFHEBEKOBBIX MICCTIEJOBATENEN
B Kurait Kpucrnan ®pann Ilaynanan Beimyctun B 1696 .
KHITY, B KOTOPOJ1 BIIepBbIe OMICAJI CIIOCO0 JIedeH s 1A~
pen ¢ noMobio ekaabHOl TpaHcIIaHTauy. B EBpore
3Ta upes Obl/Ia BIIepBbIe MCIIO/Ib30BaHA B BeTepPUHAPUNU
UTAIbSIHCKUM aHaToMoM Dabpuunycom AKBaneHIeHTe
B XVII Beke [29].

CoBpeMeHHas MeAMLVHA BIIepBble IPOBeia TPAHC-
IUTAaHTALVIo Kajia B 1958 roxy. [l aToro npuMensinu ¢e-
KaJIbHYI0 K/M3My B KadecTBe Teparyy IIMK (B To Bpems
C. difficile He BbIAB/IANACH PYTUHHO), @ IePBOe COOOIIIEHE
0 ¢eKa/IbHOI TPAHCITAHTALMN Y HAIVIeHTa C IO TBEPXK-
menHot CDI 6b110 ony6nmukoBano B 1983 1. [4]. Briep-
Bbl€ PAaHAOMU3MPOBAaHHOE KOHTPONIMPYEMOE MCIIbITAHNE
TOM npu penupnsupytomest CDI mposenu B 2013 1. [30].
ITpy ananu3se 3 cxeM nedenus (MHPy3usa TOHOPCKUX peka-
TN C TOCTIERYIOIMM COKpaIleHHbIM NIPYE€MOM BaHKOMU-
L[/HA ¥ IPOMbIBAaHMEeM KMILIEYHNKA, CTAHJAPTHAS CXeMa
IIpyieMa BAHKOMIIMHA U CTAaHJAPTHAsA CXeMa IIpyeMa BaH-
KOMMIIVIHA C IPOMbIBaHMEM KUIIEYHNKA) YCTAHOBJIEHO,
4T y 81 % manmeHToB B 1-if rpyIIe HAaOTIOAATOCh YMEHb-
meHne cumnromos CDI no cpaBHeHMIO C MalIeHTaMU
2-11 ¥ 3-1 rpynn (31 1 23 % cooTBeTcTBEHHO). bonee Toro,
He HaO/II0a/I0Ch CYLIeCTBEHHBIX Pa3Indyil B 4acTOTe
HeXXeJIaTeNbHBIX peaKLMil MEXY TPeMs UCCIENyeMbIMUI
IpyIIaMy, 3a MCK/IIOYEHNEM JIETKON Ayapen U CIa3sMOB
B Xusote B rpynne TOM B nenp nadysun. [locre mpo-
LeAypbl y MAlVIEHTOB HAOTIOfaI0OCh YBenn4eHmne 6akre-
pMaTbHOTO pasHOOOpasus Kaja, aHaIOTMYHOE TAKOBOMY
Y 3[I0pOBBIX JOHOPOB [4].

100 %-Hast 3¢ eKTUBHOCTD ObIIa OTMEYeHa B MICCIIe-
BOBAHUM C y4acTueM 27 MalueHTOB, KOTOPhIM JJOHOP-
ckue (peKanuy BBOAUINCH HEIIOCPEJCTBEHHO B TOHKMII
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¥ TOJICTBI KMIIeYHMK. B gpyroit pabore dexanuu BBO-
OVIN B OPTaHM3M PELMIINEHTOB, 3aK/II04YNB UX B JKema-
TUHOBBIE KanCy/bl. COITaCHO MPOTOKOMY 27 MallieHTOB
HOTyYM/IN 10 24-34 Karcynsl, 3¢ (HeKTUBHOCTb Tepannn
Takxe coctaBuna 100 %. TpaHcnmaHTanysA 3aMOPOXKEH-
HBIX (eKanuil ynpoctuiaa npoueaypy. Obpasust kana
MO>XHO XpaHUTb Ipu TemuepaType —80 °C 1 1CIo1b30BaTh
B TeUeHNe CIefyIonX 5-6 Mecsues. Hekotopble 6aHku
KaJla yBe/IM4YMBAIOT CPOK XpaHeHus o 2 nieT. [Iponenypa
TOM eme He cTaHAAPTU3NPOBAHA. [JOHOPCKMIT Kan cMe-
IINBAIOT C PM3MOTIOTMYECKIM PACTBOPOM, TOMOT€HU3NPY-
10T ¥ QUIBTPYIOT, YTOOBI OTAEMIUTD TBEPAbIE YaCTH U 110-
TYYNUTD XUAKNIA MaTepuan. GeKanbHbI TPaHCIIAHTAT
MOXXeT OBITh BBEfIeH C IIOMOIIbI0 IIEPOPAIbHBIX KAIICYIL,
KOJIOHOCKOIINH, Y[ epKMBAOLIeNl KIU3SMBI MIN [YyOfie-
Ha/IbHOM 30HAupoBaunu. [To-Buanmomy, sapdekTuBHOCTD
T®M Briiie nocie BBemeHusa B HukHMe otaensl JKKT
IO CPaBHEHIIO C BBEJJeHVEM B BEpXHIE eT0 OTHENbI [4].

Paspaboranuble B 2015 rogy anroputMsl mposefe-
Husa TOM BKIIOYAOT claefyolee: B CIy4dae TAXKEIOoro
unu ¢ynbMuHaHTHOTO TedeHust CDI, pedpakTepHOro
K Tepaluy BAaHKOMMIIVIHOM B KOMOVHAIIMU C BHYTPU-
BEHHBIM BBEJICHNEM METPOHNJA30/Ia B T€YEHUE 5 NHEI,
nanueHTy nokasana TOM c ucnonb3oBaHMeM BUJE0-
KOJIOHOCKonuu. Eciu BBIABIAIOTCSA IICeBAOMEMOpaHBI,
HepOpajIbHBIIL IIpYeM BAaHKOMUILIMHA BO30OHOBIIAETCA
B TedyeHue 24-48 4acoB mocje Npouesyphbl U Iocie-
mytomye ceaHcbl TOM BBINOTHATCA C MHTEPBAIOM
B 3-5 IHeit ;O IOTHOTO MCYe3HOBEHN S IICeBJOMeMOpaH
[31]. Viconb3oBaHMe JAHHOTO aITOPUTMa B KOMOMHA-
Uun ¢ 14-fHEBHBIM KYpCOM BaHKOMMIVHA ITO3BOINAJIO
BOCTUYD M3NeYeHNA B 75 % cilydaeB IIPU UCIONTb30Ba-
Hun opHoro Kypca TOM u B 100 % cmy4aeB — mpu BbI-
HOTHEHUN HecKONbKMX mponenyp TOM [32]. B pamkax
UCCIefoBaHNA py ucnonb3opanun TOM He onmcaHo
Cepbe3HBIX HeXXemaTeNbHbIX ABnernit. Kpome toro, TOM
CIIOCOOCTBYET CHMKEHWIO YaCTOTBI KOJI9KTOMMUIL 1 CeTICH-
Ca M ABAAETCA MEPOI CIIACEHMA NMALIVEHTOB B KpaiiHe
TAXKENIOM COCTOSHUM.

3anorom ycmnemHoro nposefenns TOM apnserca
TIaTe/IbHBIN ITORO0pP U IpefBapuTe/IbHOE 00CIef0oBa-
HJe JoHOpa. Bo3MOXXHa KaK ayTo-, TaK M a/lIOTPaHC-
IIaHTanuA Matepuaina. [Ipegnoyrenne oTgaerca mmuam,
MPO>KMBAOIMM COBMECTHO C PELJUIIMEHTOM, TOCKONIBKY
PUCK Iepefjadyl HOBbIX MH(EKI[MOHHBIX aT€HTOB B TAKOM
cny4ae MuHuManeH. Kpome Toro, y MaTepu mnm cu6cos
penunuenta cocras Mukpo6uorst JKKT, kak nmpasuro,
Hauboree CXO[EH C TAKOBBIM Y PeLVIINEHTa, a, 3HAYNT,
ABJATCA MOX0XXMMM U CBOJMICTBA alallTUBHON MIMMYH-
HOJI cucTeMbl KuieyHnka. CreoBaTenbHO, Gekanuu
OT TaKMX JOHOPOB OyAyT 00/1ailaTh MEHbIIIE UMMYHO-
TeHHOCTbBIO J1s1 peyunuenta [30]. Insa nsneuenns CDI
TOM Heo6X0MMO TPOBOAUTD MHOTOKPATHO, B COYETA-
HIUU C 3TUOTPOIHBIMIY IIpernapaTaMy (BaHKOMUIITHOM
i GUAAKCOMULIMHOM) [0 IIOJTHOTO MICYe3HOBEHS IICeB-
noMeM6paH. IIporenypa MoxkeT 6€30I1aCHO BBIIIOTHATD-
cA 4epes 3HJOCKON fake y MalMEHTOB C TOKCUYECKUM

MeTaKONOHOM C noMoIpio nucybdmanun CO, n akky-
paTHOTO BBefleHNs allIapaTa 3a CeJIe3eHOUHbII U3rub
toncroit knmkn. PuHanpabl ceanc TOM Heo6x0mMMO
BBIIIOJIHUTD IIOCTIE VICYe3HOBEHM A TIceBoMeMOpaH. OnHa-
k0 TOM Bo3MOXHa ITpy Ha/IM4uy 6aHKa 3aMOPOXKEHHbBIX
00pas1oB ¢eKkanbHOI MUKPOOMOTBHI.

B cBasu ¢ Tem, yto TOM sABnsieTCS MepCIEKTUBHBIM
MeTofOM JiedeHMs u npopunaktuku AAJI, 6s110 pas-
paboTaHO HECKONIbKO KPYIHBIX «OaHKOB (heKanuii»,
B yacTHOCcTM B Hupepnanpax, rae Takye IpoLefypbl op-
raHM30BaHBI HA HAI[MOHA/IbHOM ypoBHe Hunepnaugckum
0aHKOM JOHOPCKMX (eKamit Ipy MeaMIMHCKOM LIeHTpe
Jleiinenckoro ynusepcurera. C 2016 . Tyga HOCTYIMIO
6onee 120 obpamennit o nposeferny TOM y nanuen-
ToB ¢ penuausupyoueit CDI. Kaxxpgoe obparienne 06-
CY>X[aeTcs TPYIIION 9KCIEPTOB, B COCTaB KOTOPOII BXO-
IAT MeAMLIVHCKIE MUKPOOYOIOTrY, FaCTPOIHTEPOIOT N
U MHPEKIMOHNCTHL. V3 BceX MOCTyNnMBUINX 0OpaleHui
TobKO 80 % cooTBeTCTBOBa/!MM KpuTepnio penypusa CDI
u ObLIM IIposiedeHbl. BeposTHOCTD ycmexa Obla 6oree
90 %, 4TO CBA3aHO CO CTPOTMMM KPUTEPUAMMN BKIIIOYE-
Hus [4]. OgHAKO ClIeyeT HOXYepPKHYTh, YTO IpUMeEHe-
Hye TOM noka HeOCTYIIHO B OOBUIMHCTBE Te4eOHbBIX
yupexxieHnii. B mocnegHee BpeMsa IPOBOAATCA TaKXKe
MICCTIEIOBAHN S, KOTOPBIE IPEATIONAraloT IPOPUIAKTUKY
CDI ¢ nomoinbo BakiuHanum [33].

ITanmeHTOB C TSXKENOI, OCTOXKHEHHON TOKCUMYECKUM
MeTaKo/lIoHOM unu MonHueHocHoit CDI, orcyTcrBueM
addekra oT MpOBOAMMOI MeIVKaMEHTO3HON Tepanun
B Te4eHMe MePBbIX 24-48 YacoB U YPOBHEM JIaKTaTa
>2,2 MMOJIb/N UM neinKonuTosoM =20 x 10°/1 gomkex
OCMOTpeTb XUPYPr [34]. B HacTOAIIEE BpeMA peKOMEHAY-
eMOJ1 onepanyeri B TaKuX C/Iy4asAx AB/IAETCA CyOTOTalIb-
Hasl KOTM3KTOMUA. AJIbT€PHATUBHO, MEHee NHBa3VBHOM
orepanyell, HO3BOJIAIOLIEl COXPAHUTD TONCTYI0 KUIIKY,
SIBJISIETCA TeT/IeBasl MIEOCTOMUS C AHTETPaIHbIM IIPOMBI-
BaHMEM BaHKOMUIIMHOM [14, 35]. ToTa/ibHas1 KOTOKTOMM S
C KOHIIEBOJI MJIEOCTOMO IEMOHCTPUPOBaja CaMble HU3-
KJie TT0Ka3aTe/Il CMEPTHOCTY ¥ TIOBTOPHBIX orepannii [36].

3aknrodeHne

Takum o6pasom, AAJI ABIsAETCA aKTYaIbHOM MEXANCIIN-
IUIMHAPHOI PO6/IeMOlt KaK OT€4eCTBEHHOT0, TaK 1 MU-
POBOTO 3[paBOOXPAaHEHMS, MOCKOIbKY aHTMOMOTUKMI
IINPOKO IPUMEHAIOTCA B KJIMHUYeCKOM IIpaKTNKE U Ha-
PAnRY € HO3UTUBHBIM 9 (PeKTOM He NMMIIEHBI TAKOTO He-
JKeJIaTeJIbHOTO IT060YHOTO0 AeiicTBuA. OCHOBOIL TedeHns
AA]Jl cny>xut puerorepamnusi, KOTOpas CIHOCOOCTBYeT
[eTOKCUKALMM OpPTaHM3Ma ¥ BOCCTAHOBJIEHNIO 3y01103a,
OIHOBPEMEHHO obecIednBas MOTPEOHOCTU B HYTpPUEH-
Tax u 3Hepruy. OCHOBHBIMU CPEACTBAMIY STUOTPOIIHOM
tepanun AAJI, obycnosnennoit C. difficile, saBnsoTca
METpOHMAA30/1 1 BAHKOMUIINH, OCTAa/IbHbIE aHTI/I6aKT€—
puasibHbIE IIp€Naparbl, K KOTOPbIM YyBCTBUTEIEH 3TOT
BO36y,IU/ITe)'Ib, IIpUMEHAIOTCA 3HAYUTE/IPHO PEXKE U IIO-
Ka3aHbl, KaK IIpaBUJIO, B3pOC/IBbIM IIallMEHTAM. Hap;{;[y
C 9TUOTPOIHBIMY CPefCTBAMM /IS JIeYeHMA U NMPOPu-



maktuku CDI nenecoobpasHo Ha3HadeHye TPOOMOTH-
KOB C JJOKa3aHHOJ 9¢)(peKTUBHOCTBIO U 6€30MaCHOCTbIO,
B uactHoctu S. boulardii CNCM I-745. TlepcrieKTMBHBI-
mu Metogamu nedenus CDI apnsorcs Omonormdeckas
u uMMyHoTepanusa, TOM. Begyrca HayuHble pa3paboT-
K JPYTUX CIIOCOOOB JIedeHMs U MPO(UIAKTUKY ITOTO
3a00jeBaHMsI, OCHOBAaHHBIX Ha IIATOT€HETVYECKOM IIOf-
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JIHHOBaNMIOHHBIE JIEKAPCTBEHHDIE IIPErapaThl
B Tepanuy cuHapoMa PeTTa: HacTosIee 1 6ymyiiee

JI. A. TTak

IbY3 MO «Hay4Ho-uccneaoBaTeNbCKUIA KIMHUYECKUIA MHCTUTYT AeTcTBa MuH3apaBa MocKoBcKoi obnactu» (yn. KoMuHTepHa,

I.24a, r. Mbituwm, 141009, Poccus)

PesioMe

CungpoM Petta (RTT, CP, MIM #312750) — Taxenoe nporpec-
cupylolLee HacneacTBeHHoe 3abonieBaHue, NpUBoasLLee K Ha-
PYLUEHMIO PA3BUTUA HEPBHOW CUCTEMbl, BO3HMKaAlOLLlEe Npeu-
MYLLECTBEHHO Y AeBOYEK U ABNAIOLLEECA 0JHOW U3 Hambonee
YaCTbIX FEHETUYECKMX MPUYMH YMCTBEHHOWM OTCTANOCTM THMeE-
NON CTENeHU y ML, XEHCKOro nona. Ha npoTsxKeHuM pecstu-
NeTwiA cTpaTerns BefeHus naumentoB ¢ CP bbina orpaHuyeHa
nannuaTUBHOMN NOALEPHKKON B paMKax MyNbTUANCLMNIMHAPHO-
ro NOAXO0AA M COCPeOTOYEHA HAa KOppeKuuu Hambonee Tsaxe-
NbIX, YTPOXKAIOLLMX KaueCTBY HNU3HU KIIMHUYECKMX NPOSBNEHMA.
[laHHble TepaneBTUYECKMEe CTpATerMn He BAMANW Ha naToreHe-

TUYECKME MeXaHW3Mbl 3ab0nieBaHus, He 3aMejnany nporpec-
CMpOBaHWe HEeBPOJIOTUYECKUX CUMMTOMOB W, KaK CNeACTBYe,
He Mornn Mogmuumposatb TeveHue CP, yto co3pasano ycTon-
UMBYHO HEYZ,0BNETBOPEHHYI0 NOTPEOHOCTL B NATOreHETUYECKOM
Tepanuu (disease-modifying therapy). B cTaTtbe npefcraBneH
CMCTEMATU3MPOBaHHbIN 0630p C aHanM30M COBPEMEHHbIX TEH-
OeHUMIA 3apybexKHoi NpaKTUKKM pa3paboTKM M peructpaumu
NeKapCcTBeHHbIX cpeacTB Ans nedenus CP, a Takxe nHdopMa-
LIS 0 CYLLLECTBYIOLLMX M HAXOLALLMXCA Ha CTAUU KITMHUYECKUX
MccneaoBaHWA NaToreHeTUYECKMX npenapatax, hopMupyHoLLmMX
HOBYH NapagurMy BeleHUs NaLMEHTOB C CUHAPOMOM PeTTa.

Kniwouesbie cnoBa: cuHapoM PetTa, reH MECPZ, TpoduHeTMA, 3TMONATOreHETUYECKOE NeYEHUE, KITMHUYECKNE UCCeA0BaHMA

Insa umtuposanusa: Mak J1. A. MIHHOBaUMOHHbIEe NeKapCTBEHHbIE NpenapaThl B Tepanuu cCMHApoMa PeTTa: HacTosLee 1 bynyLee.
Apxus neduampuu u demckoli xupypauu. 2025;3(4):77-82. doi: 10.66825/2949-4664-apps-3-4-77-82
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Innovative medicines for Rett syndrome therapy:

Present and future

Lolita A. Pak

Research Clinical Institute of Childhood (24A, Kominterna str., Mytischi, 141009, Russia)

Abstract

The Rett syndrome (RTT, RS, MIM #312750) is a severe progres-
sive hereditary disease that leads to impaired development
of the nervous system. This disorder, affecting primarily girls,
remains one of the most common genetic causes of severe
mental retardation in female patients. For decades, the man-
agement of RS patients has been largely limited to palliative
and multidisciplinary care aimed at alleviating the most se-
vere clinical signs threatening the quality of life. These strat-
egies, however, do not target the pathogenetic mechanisms

of the disease, thus failing to slow the progression of neuro-
logical symptoms and modify the RS course. This underscores
the importance of creating disease-modifying therapeutic ap-
proaches. The present systematic review analyzes current in-
ternational trends in the development and registration of med-
icines for RS treatment, along with the data on the existing
disease-modifying drugs and those currently undergoing clin-
ical studies. Such medicines form a new paradigm in the man-
agement of RS patients.
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BBengenue

Cungpom Perra (RTT, CP, MIM #312750) — Tsi>xenoe
Iporpeccupyollee HaclIe[CTBEHHOe 3a00/IeBaHNme, pU-
BOJsAlllee K HAPYLIEHWIO Pa3BUTMUA HEPBHON CHUCTEMBI,
BO3HMKAeT IPEVMYIECTBEHHO y MeBOYeK U SBJIAET-
Cs1 OfHOI 13 Hambojiee YaCTbIX Te€HETUIECKUX IPUYNH
YMCTBEHHOM OTCTAJIOCTU TSAXKENION CTENEHM Y JINILL JKEH-
CKOro 1moja. 3abojeBaHle Ha3BaHO B YeCTb CBOETO Iep-
BOOTKpBIBATe/IsI — aBCTPUIICKOTO IlefuaTpa AHJpeaca
Perra, xoTOpBII B 1966 I. onmcan y 22 #eBOYEK CUH-
LPOM C Iporpeccupylolleil HmoTepeil paHee Ipuobpe-
TEHHBIX IICUXOMOTOPHBIX HaBBIKOB. A.PeTT ommn60o4HO
CBA3A/N KJIVMHWYECKYI0 KapTUHY C TUIlepaMMOHUEeMMeN,
YTO He MOATBEPAWIOCh MOCHAERYIOIVMM MCCIEeNO0Ba-
Hussmu. B 1983 r. mBenckuit HeBpornor benrt Xar6epr
U COaBT. IPeJCTAaBUIN CUCTeMATIUeCKOe OIICaHNe CYH-
mpoma Perrta Ha aHITIMIICKOM fA3bIKE HA OCHOBE aHA/IN3a
35 cmyuaeB. B 1984 r. 6p11a ocHOBaHa MeXX/jyHapo#Has
accoumanusa cuHapoma Perra (International Rett Syn-
drome Association, IRSA), nmonoXupiuas Hayajo IJIO-
0a/IbHOMY PerMCTPy MALMEHTOB U KOOPAMHALINN UCCIIe-
moBauwmit [1-4].

PacnpocTpaHeHHOCTDh 3a00/IeBaHMA COCTABIIAET
1:10000 — 1:15000 cpepm >XMBBIX HOBOPOXJEHHBIX
N1 )KE€HCKOro Iosna. Pemrarommuit IpopelB B IOHNMa-
HIM IaTOTeHe3a cuHApoMa PeTrTta mpousomen B 1999 r,,
KOTZa KOMaHJa MCClefoBaTe/ell Iof PYKOBOJCTBOM
noxtopa Pyt Oitmup (Ruthie E. Amir) us maboparopun
npodeccopa Xyaer 3or6u (HudaY. Zoghbi) B Mepu-
nuHCKOM Komepyke baitmopa (Xsrocron, Texac, CIIIA)

ueHTUUIIPOBaa IPUYNHY 3a060/IeBaHusg — de novo
MyTauuu ¢ norepeit pyunkuun B rene MECP2, pacmo-
JIO)KEHHOM Ha JIMHHOM Iijlede X-xpomocoMmbl (Xq28;
chrX:154021573-154097717 (GRCh38/hg38)) u xogupyo-
wem Metu-CpG-cBsizpiBatorunit 6emok 2 (MeCP2). Bonee
4eM B 96 % CiTy4aeB y IeBOYeK MACHTUPUIVIPYIOTCA [aTO-
TeHHble BapuaHThI ¢ otepeit pyHKuu (loss-of-function)
B reHe MECP2. IIpumedaTenbHO, 4TO 60JIee IBYX TpeTeil
BCEX eHeTMYeCKY IO TBEePXKAEeHHBIX crydaes (7o 70 %)
00yC/I0B/IEHO BOCEMbBIO Hanboriee YacTbIMM BapUaHTaMIL,
TaK Ha3blBaeMbIMM ropssuumn toukamm: R106W, R133C,
T158M, R168X, R255X, R270X, R294X, R306C [5, 6].

B 2010 r. KOHCOPLIMYMOM 3KCIEPTOB IPU MOAJLEPIKKE
MexpyHapopHoro ¢GoHza cuHgpoMa PerTa NpUHATHI
AMATHOCTMYECKUe KpUTepuu 3ab0/IeBaHmsI, KOTOpbIe UC-
HOJIb3YIOTCA U B HacTosee BpeMsa. COIacHO 3TUM Kpu-
TePUAM [/ JUATHOCTUKY TUIIMYHOTO BapyaHTa CMHAPO-
Ma PeTTa mpy Hanm4um perpecca HepBHO-IICUXNYECKOTO
pasBuTHA B IepBble 6-18 MecALEeB XXU3HU JOCTaTOYHO
4eThIpeX 00s3aTe/IbHBIX JUATHOCTUYECKUX KPUTEPUEB:
1) 4aCTUYHOI MM TIOTTHOM yTPaThl HPUOOPETEHHBIX Iie-
JIeHAIIPaBJIEHHBIX IBVKEHU PYK; 2) YaCTUYHO VN MOTT-
HOJI yTpaThbl IPMOOPETEHHBIX HaBBIKOB 9KCIIPECCUBHOI
pedr; 3) aHOMa/INM MOXOAKN: HaPYIIEHHO ITOXO[KNI
(Bucmpakcus) Mam OTCyTCTBMS CHOCOOHOCTU XOAUTD;
4) CTepeOTUIHBIX JABIDKEHNUIT PyK, TAKUX KaK C>karne/
CHaBIMBaHMe, XJIONKN/IIOCTYKUBAaHNe, COCAHME TajIb-
1IeB, «MOIOII[Ve» JBVDKEHMSI/aBTOMATI9eCKOoe TPeHNe PyK,
U IBYX KpUTePUEB VCKIIOYEeHNA: 1) TOBPEXXeHNUA TONOB-
HOTO MO3Ta B pe3y/bTaTe TPaBMBI (B Iepu- MIN IIOCT-



HaTaJIbHOM IIep1Ofie), HellpoMeTabomm4ecknx 6onesHen
VUL TSDKeJI0M MH( KUY, KOTOpble 00yCTIOBIMBAIOT POp-
MUpPOBaHNe HEBPOTIOTMYECKNX IIpOo6IeM; 2) HapyLIeHWs
ICYXOMOTOPHOTO PasBUTHUsA B IIePBbIe 6 MeCALEB XKU3-
Hu [7].

Ha npoTskeHUM BeCATUIETUN CTpaTerus BeJeHUs
nanyeHToB ¢ cuaapomom Perra (CP) 6pi1a orpanmdena
ITa/IZIMATUBHON IOANEPYKKONM B paMKaxX MY/IbTULUCL M-
IVIMTHAPHOTO MOAXOMa U COCPeJOTOYeHa Ha KOPPeKIun
HanboJjIee TAXKENbIX, YTPOXKAIOIIVX Ka4eCTBY XU3HY IIPO-
ABNeHNIN: 1) snyentndeckye npuctymsl (70-90 % manm-
€HTOK) — BaJIbIIpOeBas KICIOTA, IeBeTUPaLleTaM; 2) Tpe-
BOXXHOCTH 1 HapyILIeHNs LUKIa COH — 6OpCTBOBaHME
(mo 80 %) — 6eH30aMa3ennHbI (KIIOHA3€IaM, TIopa3enam);
3) racTpo3HTEpONIOTMYECKIe PAcCCTPOICTBA (racTpoa3o-
dbareanpHbIl pedTIOKC, 3a0pPbL; 10 80 %) — MHTUOUTOPEI
IPOTOHHOJI IIOMIIBI, IPOKMHETUKM, CTTAOUTETbHBIE CPefi-
CTBa; 4) MporpeccpyromIye KOCTHO-MbIIIEYHbIE OCTIOKHE-
Hus (0CcTeonopos, ckommnos; 60-85 %) — 6ucdocdonarsl,
BuTaMMH D; 5) ABUTraTe/IbHbIE U OPTONEAUYECKIe HapY-
meHus — ede6Has QUIKY/IbTypa, HelIpOpa3BUBaOIIas
tepannus (Boitra-tepanus), opresupoBanne. HecmoTps
Ha KIMHUYECKYI0 3HAaYMMOCTD, YKa3aHHbIE ITOJXO/bI
He BJIVA/IM Ha [TATOTeHeTHYeCK1e MeXaHN3MBbI 3a0071eBa-
HIIA, He 3aMeJl/ISUIN IPOrpecCUpOoBaHye HeBPOIOTMYeCKIX
HpOSAB/IeHNI (ApaKCUM, CTEPEOTUIINIL, KOTHUTUBHOTO
nedbuumTa) U, KaK CaeCTBHUE, He MO MOZUPUILIPO-
BaTb TedeHue CP, 4To co3maBao ycTONYMBYIO HEyOB/IET-
BOPEHHYI0 NOTPEOHOCTD B IIATOT€HETNYECKOI TepaIny
(disease-modifying therapy) [8].

ITens HacTosALIErO 0630pa — IIPOAHANTN3NPOBATh COBpE-
MeHHBbIe TeH/IeHI[UY 3apYOe>KHOI IPAKTUKU Pa3paboTKu
Y PETUCTPALMU JIEKAPCTBEHHBIX CPEACTB AJIsA JICYeHU s
CP, a TakXe NpeACTaBUTh HEBPOJIOTaM, MEUIIMHCKUM
reHeTMKaM, ICUXMATpaM U NefuaTpaM MHPOpMAINIO
O CYIIeCTBYIOUIMX M HaXOAALIMXCA HA CTafUM KIVHU-
4eCKUX MCCIeJOBAHMIT TATOTeHeTYeCKUX IIperapaTax,
bopMUpYIOIINX HOBYIO IIAPAJUTMY BefleHNs IIallIleHTOB
¢ cuHpgpomoM PetTa.

Marepuansl 1 MeTOIBI

[Towck nmuTepaTyphbl IPOBOAV/IN HOCPEACTBOM YHMBEp-
casbHBIX IONCKOBBIX crcTeM (Google, Yandex) B cetn
VHTepHeT B peecTpax KIMHUYECKUX MUCCIIESOBAHNIA
ClinicalTrials.gov, EU Clinical Trials Register un crerjua-
M3V POBAHHBIX OTE€YECTBEHHBIX ¥ MEX/[YHApOLHbIX Oa-
3ax gaHHbIX: eLIBRARY.RU, Pubmed/MEDLINE (uepe3
NCBI), Wiley Online Library. Ha oduumnansaoMm caiite
FDA ocymecTBrsancsa nmouck napopManuy, Kacarwouei-
CSl BBIJJAUNM PETVICTPAVIOHHBIX Y/IOCTOBEPEHNUI HOBBIM
JIeKapCTBEHHBIM IIperaparaM. Tak)ke ObUIM MCIONb30-
BaHbI OQUINaNbHbIE CAliThl BeAYIIUX PeleH3VPyeMbIX
MeAMLMHCKUX XypHanoB: JAMA Network, The BM],
Neurology Journals, Annals of Neurology, The Lancet,
Nature u m3pgarenbckux gomoB Springer Nature, Else-
vier. JJOTIOTHUTE/IBHO aHAIM3UPOBAJINCDH IIPECC-PeU3bI
U pasfennl paspaboToK dapMareBTUYECKNX U OMOTeX-

ApxuB neguaTpun un feTcKoit xupypruu Ne4 [3] 2025 ropa

HOJIOTMYeCKUX KOMIIaHMII, YIIOMAHYTHIX B 0630pe. Ilo-
VICK OCYIIeCTB/ISIN [0 MyONMKALMAM 3a Iepuof ¢ 1 sH-
Bapsa 2000 r. 1o 31 auBaps 2026 r. CIMCcOK K/TI0YEBBIX CTIOB
BK/IIOYaJ (HO He OTPaHUYMBAJICA): «CUMHApPOM PerTar,
«Rett syndrome», « MECP2», «<new drug approval», «tro-
finetide», «gene therapy», «small molecules». Kpurepns-
MY MCK/TIOUeHM s SIBJISUINCDH 6oJiee paHHMe MyOnuKanuy,
SI3BIK OCHOBHOTO TEKCTa, OTAUYHBIA OT aHIJIMICKOTO;
OTO3BaHHBIE CTATBI U CTAThM, HAIIPSAMYIO He 3aTparusa-
fomre TeMy o63opa. ITocie mpoBepky ObIIV IPU3HAHDI
MOAXO/SIIMMU [Tl BK/IIOYeHMsI B 0630p 33 MCTOYHMKA.

Pe3ynbrarsl n 06cyxaeHne

TpoduHeTHp: OT perucTpanuy K peaabHON KINHIYe-
CKOI1 MpaKTHKe

Tpodunernn (Daybue(tm)) — cunHTeTM4YecKMi aHaIOT
N-KOHLIEBOTO TPUIENTHUAA IIMLUH-TIPOINH-ITyTaMaT
(GPE), ob6pasyiomierocss B TOJIOBHOM MO3Te U3 MHCY/IN-
Homozpo6Horo dakropa pocra-1 (IGF-1) [9].

[Tpemapar paspaboran komnauueit ACADIA Pharma-
ceuticals Inc. (CIIIA) u 17 mapra 2023 r. ofobpeH Yipas-
JIEHJeM TI0 KOHTPOJIIO 33 IPOAYKTAMU U JIeKapCTBaAMM,
CIIA (Food & Drug Administration / FDA, USA) nns ne-
4yeHUs cuHpipoMa PeTTa B Bo3pacte ot 2 yieT u crapiue [10,
11]. OpobpeHne 0OCHOBaHO Ha JAHHBIX MHOTOLIEHTPOBO-
r0 PaH/OMM3MPOBAHHOIO ABOIHOTO C/IENOTO IIale6o-
KOHTPONIMPYEMOTO Iapasijie/IbHOI0 KIMHUYECKOTO
uccnenoBanus 111 ¢aser LAVENDER (NCT04181723)
¢ ygactueMm 187 neBodek B BospacTe oT 5 mo 20 71eT ¢ Kam-
HIYECKU U MOJIEKY/IAPHO-TeHeTN4ecKy (HaaudueM Ia-
TOTeHHOT0 BapuaHTa B reHe MECP2) nofTBep X IeHHbIM
puarHosoM cuHzapoM Perta (n = 93 Tpodunernp, n = 94
wrane6o). CTaTUCTUIeCKM 3HAYMMBble pas3ndus 1o obe-
VIM II€PBMYHBIM KOHEYHBIM TOYKaM ObLIN JOCTUTHYTHI
K 12-71 Hemere B MONb3y TPOPUHETUAA: IO OIPOCHUKY
OLICHKM HapyLIeHWUil IOBeJeHNs Ipy cuHgpoMe PerTa
(The Rett Syndrome Behaviour Questionnaire, RSBQ)
CpefHAsA pasHUIIA CKOPPEKTMPOBAHHBIX M3MEHEHN
OT MCXOJHOTO YPOBH:A cocTaBuiaa —3,2 6amna (95 % JIN:
ot -5,7 50 -0,6; p = 0,018); 1m0 1IKajIe OOIErO KIMHIYECKO-
ro ynyuienns (Clinical Global Impression-Improvement,
CGI-I) cpepgusis pasunua cocrasua —0,3 6amma (95 % [IU:
ot -0,5 10 -0,1; p = 0,003). K 12-11 Hemene 38,4 % mauu-
€HTOK, KOTOpPbIe MCIIO0/Ib30BAIN TPOPUHETUT, JOCTUTTIN
ynyumrenys o CGI-I («much improved» / «<minimally im-
proved») mpotus 15,4 % Ha mane6o (p = 0,003). Haubornee
JaCTOIl HeXKeNlaTeIbHON peakiueit 6bita guapest (y 80,6 %
MALJMEHTOB), IPEeNMYIIeCTBEHHO JIETKO MM yMepeH-
HoII creneny TspKecTH (96 % cmydaes), KOHTponupyemas
JIOTIePaMUJOM M JVETOM C MOBBIIIEHHBIM COepXKaHVEM
Knerdatku [12-15].

99 % y4acTHNI, 3aBEpIIMBIINX UCCIefoBaHMe LAV-
ENDER, nepemny B OTKpbITbIE€ pacIIVPEeHHBIE UCCIIE-
mosauus 111 ¢aser LILAC-1 n LILAC-2. O61as npogorn-
JKUTETbHOCTD HabmoneHns B nccinenoBanmsx 111 dassr
cocraBmia 3 roga 8 mecsues. [Ipodunp 6e3onacHocTn

o
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Tabnuua.
KnuHuyeckue uccnefoBaHus: Manble MONIEKYSIbI M NpenapaThl reHHoW Tepanim
Table.
Clinical trials: small molecules and gene therapy drugs

Ko~ Mpogon-
Moenanar Peructpaumon- | lpoussogutens, | Mpupopa npenapata/| ®asauccne- | Yecteo ”(H"J glb' Cratyc/
penap Hblii HOMep CcTpaHa MeXaHu3M AeiCTBUS |  [AOBaHUs yyacT- Habrione- Pesynbrathbl
HUKOB .
HUA
3aBepLUeHo
30.06.2023r.,
" Anavex Life Manbie Monekynbi/ pasHuua
1 ? Ai{&?gés_'gg) E‘%Efggﬁéﬁz Sciences Corp.,  aroHuct curma-1 [1/111 69 5-17  12Hep. cnnauebo
CLUA peuenTtopa CTaTUCTUYECKM
He 3HauMMa
(p>0,05)
3 Anavex Life Manble Monekynbl/
Blarcamesine  NCT03941444 - OxupatoTcs
2 . ' Sciences Corp., aroHucT curma-1 1] 36 18-45 7 Hep,
(ANAVEX2-73) AVATAR CLLA peLenTopa B 2026 .
2L SAICS LS J:/lb?f ELiZE:::HYQM foa:gs;laptl::: _
3 Leriglitazone  2024-514684—  apeuticsS. L., Il 24 0-17 36 Hep,.
26-00 Vcnanms aroHWCT peLienTopoB 30.12.2025 .,
PPARy npojonkaetcs
Marbie Monexynbi/
S Pesynbtathl
4L NTI6h NET0842 10530 - raieen Fan A M SRR MRS I % 520 6793 onynukosans
cTpanus HabWHOMA LWMpOKOro Heq. 820251
CreKTpa AencTsus :
: Unravel Manbie Monekynbi/
5 YSOAHI_rI]K)Stat NCT07150013 Biosciences, Inc., MexaHu3M pencTeusa | 15 6-21 20 Hep. 5:5”1!82025 r
CLLA He onucaH noApobHo o :
NCT05606614,  Taysha Gene AAV9/miniMECP2-mi-  I/1I/ (yacTb A) flara sapepuie-
R P F VA Therapies, CLUA  RARE I e I I R A E TR
Hus 06.2031 .
NCT06152237,  Taysha Gene AAV9/miniMECP2-mi- (A R
7 TSHA-102 REVEAL Therapies, CLUA  RARE I/l 6 5-8 6 neT  HWA UccnenoBa-
Hus 02.2031 1.
AAVY, Hecywwmm
MoJIHOpPa3MepHbIii [lata 3aBepLue-
8 NGN-401 ElhaTB%SLB[?E'ﬁZU, Neurogene Inc.  TpaHcreH YenoBeye- 1/11/101 33 >3net 12net  HuAuccnepoBa-
cKoro reHa MECP2 Hus 12.2029 .
(EXACT)
AAV9, Hecywunii
- MoJIHOPa3MepHbIN _ [lata 3aBepLue-
9 GCB-002 NCT06739434 Genecovmbm Ltfl" TPaHCreHHbIN Npo- il L3 6 2-10 SneT  HuA uUccnefoBa-
LLlanxaw, Kutan HUMO
LYKT YesioBeYeCKoro Hua 12.2030 r.
reHa MECP2
[yaHwxoyCKuiA AAV-copepka-
MeLULIMHCKUI LLMI HeApOH- [laTa 3aBepLue-
10 AAV-MECP2  NCT06856759  uLeHTp ANsXeH-  creunduyHbIA | 8 4-10 52 Hep.  HWA UccnepoBa-
LUMH 1 BeTel, npomoyTep (CAG) Hus 10.2029 .
lyaHuxoy, Kutain  pna MECP2

B Te4YeHUe BCero nepyuoja HabMofieHNs B VICC/IeOBaHN-
sax LILAC-1 (NCT04279314) n LILAC-2 (NCT04776746)
OCTaBaJICS CTAOM/IBHO O/IATONIPUATHBIM U IIOATBEPAVII XO-
POIIYIO IePeHOCHMOCTDb TPO(UHETIA IIPY A/INTETHBHOM
npumeHenun. B nccnegoarmax LILAC-1 u LILAC-2 ot-
Me4asioch JjalbHellllee CHIDKeHe 6ara M0 OIPOCHN-
Ky RSBQ (amxe = myumre): 1) LAVENDER tpodune-
tug > LILAC-1: -7,3 + 10,7 (40 ueq.); > LILAC-2: -9,8 +
11,2 (104 nepn.); 2) LAVENDER nmane6o > LILAC-1: -7,0 +
10,7 (40 nep.); > LILAC-2: -13,8 + 12,0 (104 Hen.) K 52-i1
HejiesIe Ty 4llIeHe 10 1Kase Bpade6Hoit onenku CGI-I
oTMedvanu 75 % manueHToB, K 64-i1 Hefene — 95%. Y ma-

LIMEHTOB B Bo3pacTe oT 5 mo 20 neT, mony4aBmuX Tpo-
dunetun, B uccnegosanusax 111 ¢paser ormevanacs cre-
AyIOWas MOMOXNUTENbHASA JUHAMMUKA 10 PE3y/IbTaTaM
OIPOCHMKA POJUTENEN U /INL, YXaXMBAOMINX 33 MALMEH-
TaMMI: YIy4YLIeHNe B3aMOJEIICTBYA C OKPY>KalOIIVMI —
46,2 %, ynydnieHne caMOCTOATENbHOTO MaHUITYIMPOBa-
HUS PyKaMU 1 HaBBIKOB caMOOOCTy>XxuBanus — 42,3 %,
MIOABJIEHVIE HOBBIX C/IOB B JIEKCMKOHE ¥ BO3MOXXHOCTY
IIPOM3HOCUTD 3BYKM — 42,3 %, yIydllleHNe 3pUTENIbHO-
ro koHTakTa — 30,8 %, a Tak>Ke y/Iy4llIleHMe KOHIIEHTpa-
LMY BHYUMaHV A, HOpManu3anys ICMX03MOLMOHaTbHOIO
dbona — 26,9 % [16-20].



B orkporTom nccnegosanun DAFFODIL II/III dassr
IPOBOAV/IACH OIleHKa 0e30I1aCHOCTH M MePEHOCHMOCTH
TpoduHeTnAa y 15 neBodex B Bo3pacrte OT 2 [10 4 et
¢ Maccolt Tena oT 9 o 20 kr B TeueHue 78 Hepnenb. IIpo-
¢buap 6e30macHOCTM OB COMOCTABUM C JAHHBIMMU WIC-
cnegosanuii III ¢paser (LAVENDER, LILAC-1, LILAC-2),
OCHOBHOII HexxelaTeNIbHOM peakuueil B 80 % ocraBanach
KOHTpOAMpPyeMas fuapes JIerKoil Uau yMepeHHOM CTe-
neHn TsxecTu. Ynydmenne no mkane CGI-I cocrasuno
ot 3,5 (SD = 0,66) Ha 2-it Hepene mo 2,2 (SD = 0.67) x 78-i1
Heperne. K 52-11 Hemernte ynyumenne 1o mxkane CGI-1 orme-
qanu 100 % manyueHToB, yy4dllenye COXpaHAI0Ch K 78-11
Hepeste. Y MaljM€HTOB B BO3PACTHOM IPyIIIe OT 2 10 4 eT
OTM€YasIach C/IEyIOmAs IIOIOKNTETbHAS IMHAMMKA: T10-
SIBJIEHJE HOBBIX C/IOB B JIEKCMKOHEe — 71,4 %, ynmy4ineHue
CaMOCTOATE/IBHOTO MaHUIIYy/IMPOBaHNA PyKaMU U Ha-
BBIKOB CaM00OCTyXuBaHuA — 57,1 %, HaBbIKOB MEIKOII
MOTOpUKM — 28,6 %, ynydlleHre 6anaHca U pa3BUTHeE
60/1bIINX MOTOPHBIX HaBBIKOB — 42,9 %, ynydluienne
3PUTENBHOTO KOHTaKTa — 57,1 %, a TakKe ynIydlieHue
KOHL€HTPAaLlV BHMMaHW A, IOHMMaHNA IPOUCXOAALIETO
BOKPYT, CKOPOCTY peaKLMM YIy4IleHNe B3aVMOJEICTBIA
C OKPY>KaOIMIMVI, HOpMa/IN3aLy ICYXO03MOLVIOHAIBHOTO
¢dbona — B 28,6 % [20-22].

Kparkmnit 0630p npenapaTos J1s 1e4eHN

cuHapoMa PeTTa B KIMHMYECKUX UCCTETOBAHMAX
(I-III ¢a3br)

IToucK 9TMOMATOreHETUYECKMX METOJOB JIEYEHUsT CUH-
npoma Perra chopmupoBan o6bummpHbi mnoprdenn
dapMakonOrn4ecKux IpernapaToB Ha paslIMYHBIX CTa-
pausax paspaborku. OpHako (yHAaMEHTa/NbHOI IPO-
671eMoI1 OCTaeTCs HU3Kas IpeficKas3aTebHasl LIeHHOCTD
DOKIMHUYECKUX MOJeNeil: TepaneBTHuecKme 3ddex-
TBI, BOCIIPOM3BO/IMIMbIe Ha XXMBOTHBIX, YaCTO He IIOf-
TBEPXKAAIOTCA Ha 9Tale KIMHWYECKUX MCCIe[OBAHMIL.
B rabnnue cucTreMaTU3MpPOBAaHBI Majble MOJIEKYIIbI
U TIpemnaparbl TeHHOI Tepanuy, NHGOPMALUA O KOTO-
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Ponp nmporecrepoHa B IpOJIOHIVIPOBAHUN
OepeMeHHOCTU U €TO BAUSHIE Ha COCTOSTHUE
3[I0POBbA IIJIOfIA ¥I HOBOPOXKIEHHOTO.
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Pesiome

B mocTynHoit oTeyecTBEHHOI M 3apybexHon nuTepaType coob-
LLIAeTCA 0 BaXKHOCTM NMPUMEHEHWUA MPOrecTepoHa C LeNbio Npo-
NOHTMPOBAHUA U coXpaHeHus bepemeHHocTU. HesHaunTenbHoe
uucno nybnuKauMin npeAcTaBniseT NpPOTUBOPEUMBBLIE AaHHbIE
0 €ro BAMSHUM Ha BPOXJIEHHbIE aHOManuM pasBuTMA N0AA.
B aKcnepuMeHTax Ha XMBOTHbIX MOKa3aHO BJIUSIHWE MporecTe-
pOHa Ha pa3BuUTHe roNoBHOro Mo3ra. [lpuMeHeHWe nporecTepoHa
y 6epeMeHHbIX crocobcTByeT Ooflee HU3KUM 3HAYEHUSM pecnu-
paToOpHOro AMCTPEcC-CMHAPOMa, Cencuca, MHeBMOHUM, PETUHO-
naTuv 1 HeobxoaMMOCTU NPOBEAEHUA UCKYCCTBEHHOW BEHTUNSA-
LiUM NIETKMX Y HOBOPOX AEHHBIX MO CPABHEHMIO C NONYNALMEN.
LUenb: Ha ocHoBaHMM 0630pa COBPEMEHHbLIX JUTEPATYPHBbIX
MCTOYHMKOB, PaccMaTpUBAIOLLMX BJIUSIHWUE FecTareHoB, npuMe-

HAAeMbIX BO BpeMsi OepeMeHHOCTH, Ha NA0A U HOBOPOX AEHHOTO,
BbISIBUTb 0COBEHHOCTM BHYTPUYTPOBHOrO pa3BUTHSA, recTalyuoH-
HbI BO3PacT HOBOPOX EHHBIX, @ TAKKe HapYLLEeHUs afanTaLlum
B paHHEM HeoHaTaslbHOM Nepuoje.

Marepuanbl u MeToabl. [lpoBefieH aHanM3 POCCUMCKUX U 3a-
py6exHbIx nybnukaumm 3a nocneaHue 10 net (c 2015 no 2025 r.).
CpenaH BbIBOJ, 4TO NPOTUBOPEYMBOCTb U HEAOCTATOMHOCTb Ha-
YUHBIX [LaHHbIX 06 0COBEHHOCTAX COCTOAHUS 3[0POBbA HOBOPO-
MIEHHBIX NPY NPONIOHrMpoBaHUK HepeMeHHOCTH NpenapaTamu
nporecTepoHa, WX afanTaLMOHHbIX pe3epBax B paHHUIA Heo-
HaTaNbHbIA Nepuof, onpefenseT aKTyanbHOCTb AAHHOW TEMbI
1 HeobX0AMMOCTb B laNbHEWLLIEM U3YYeHUs BIMSHUA Npenapa-
TOB NporecTepoHa Ha NOTOMCTBA YeNoBeKa.

KnioueBbie cnoBa: nporecTtepoH, naopa, 66pEMEHHOCTb, HOB0pO)K,U,EHHbI["1, nepuHaTajibHblie UCXO0AbI
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W ero BIMSIHWE Ha COCTOSHWE 3[10pOBbA N0AA M HOBOPOX AeHHoro. 063op nuTtepatypbl. Apxus neduampuu u demckol Xupypeuu.

2025;3(4):83-92. doi: 10.66825/2949-4664-apps-3-4-83-92

Ceenenus 06 aBTopax / Information about the authors

4 MantoTuHa JlloamMuna BauecnaBoBHa, K. M. H., JOLEHT, BefyLLMIA Hay4HbIA COTPYA-
HVK 0TZena HeoHaTanbHOM MeAMLMHBI M KOTHUTMBHOMO pa3sutua [BY3 MO «HayyHo-
“ccnesoBaTeNbCKUIA KIMHUYECKUIA MHCTUTYT AeTcTBa MuH3gpaBa MockoBcKoi 0bna-
CTW»; 3aMeCTUTENb r1aBHOro Bpaya no neguatpuyeckon Yactu 'bY3 MO «LLlenkosckuit
nepuHaTanbHbIM LeHTp MuH3apaBa MockoBcKol 061acTuy, e-mail: luda336.7272@mail.
ru, https://orcid.org/0000-0001-7225-2053

JpunsH Cupanyw lesoproBHa, acnupaHT TBY3 MO «Hay4Ho-uccneaoBaTenbCKui
KNMHUYECKUA  MHCTUTYT AeTcTBa MuH3gpaBa MockoBckoi obnactu», e-mail:
siranushedilyan@yahoo.com, https://orcid.org/0009-0000-1071-8305

3punsH BaneHTuHa BareeBHa, cTymeHTKa 5-ro Kypca neyebHoro tdakynsteta OrAQY
BO «locynapcTBeHHbIi yHMBEpCUTET MpocBeLLeHns», https://orcid.org/0000-0001-
7225-2053

KoHdnuKT nHTepecos
ABTOpbI 33AB1AI0T 06 OTCYTCTBIM KOHDMKTA MHTEPECOB.

/lcTouHMK GUHaHCMpoBaHKs
BHeLwHee duHaHCMpoBaHWe He NpUBEKanoch.

4 Lyudmila V. Malyutina, Cand. Sci. (Med.), Associate Professor, Leading Researcher at
the Department of Neonatal Medicine and Cognitive Development at the Research Clin-
ical Institute of Childhood of the Ministry of Health of the Moscow Region; Deputy Chief
Physician for Pediatrics at the Shchelkovo Perinatal Center of the Ministry of Health of
the Moscow Region, e-mail: luda336.7272@mail.ru, https://orcid.org/0000-0001-7225-
2053

Siranush G. Edilyan, Postgraduate Student, Research Clinical Institute of Childhood of
the Moscow Region, e-mail: siranushedilyan@yahoo.com, https://orcid.org/0009-0000-
1071-8305

Valentina V. Edilyan, Fifth-Year Student, Faculty of Medicine, Federal State University of
Education, e-mail: siranushedilyan@yahoo.com, ORCID 0000-0001-7225-2053

Conflict of interests
The authors declare no conflict of interest.

Funding
No external funding was attracted.

83



84

O630p nureparypsi/ Literature review

LITERATURE REVIEW

Role of progesterone in pregnancy prolongation
and its impact on fetal and newborn health.

A literature review

Lyudmila V. Malyutina®?, Siranush G. Edilyan', Valentina V. Edilyan’

" Research Clinical Institute of Childhood of the Moscow Region (244, bldg. 1, Kominterna str., Mytishchi, Moscow region, 141009, Russia)
2 Shchelkovo Perinatal Center of the Ministry of Health of the Moscow Region (b. 6, Parkovaya St., Shchelkovo, 141100, Russia)
3 Federal State University of Education (10a, bldg. 2, Radio str., Moscow, 105005, Russia)

Abstract

Available foreign and Russian literature underscores the im-
portance of progesterone use for the prolongation and mainte-
nance of pregnancy. However, the number of publications ad-
dressing its influence on congenital fetal abnormalities is scarce
and the findings remain contradictory. Experimental animal
studies have demonstrated the potential impact of progesterone
on brain development. The use of progesterone in pregnant wom-
en is associated with lower indicators of respiratory distress

syndrome, sepsis, pneumonia, retinopathy, and the need for ar-
tificial lung ventilation in newborns compared with the general
population. The inconsistency and limited availability of reliable
data on the health status of newborns following pregnancy pro-
longation with progesterone therapy, as well as on their adap-
tive capacity in the early neonatal period, highlight the relevance
of this topic and the need for further research into the effects
of progesterone therapy on human offspring.

Keywords: progesterone, fetus, pregnancy, newborn, perinatal outcomes
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BBengenue

Hemorpaduyeckas nonmutuka Poccuiickoit @epepanun
HaIlpaB/IeHa Ha YBeJIMYeHNe POXXIAeMOCTH, YKpeIlJieH/e
PeNpOAYKTMBHOIO 3/10pPOBbsA HAaceleHNUs, B TOM 4YMC/Ie
Ha QopMMpOBaHNEe 3NOPOBbA feTeil. 3MOpOBbe MaTepn
U pebeHKa ABJIAETCS OFHOI U3 IPUOPUTETHBIX 1 CTpaTe-
TMYeCK! BaXKHBIX 33/1a4 OT€YEeCTBEHHOTO 3[JpaBOOXpaHe-
HIA U MeJULMHCKON HayKu. IlepuHaTranbHad MegUIIVH-
CKas HayKa ¥ HeOHaTaJIbHas pPeaHMMATO/NIOTU B HOBOM
TBICSTUETIE TV HETIPEPBIBHO Pa3BUBAIOTCS, 000raaloTcs
HOBBIMJ HAayYHBIMU TAHHBIMM ¥ IIPO¢eCcCHOHATbHBIMU
mocTkeHuaAMn [1].

BepemeHHbIe XeHIINHBI BbICOKOTO pucKa (BBP) mpen-
CTaBJIAIOT cO00II 3HAYNMMYIO IIPOO/IEeMY 3JOPOBbs 13-3a
TECHOII CBA3M C POCTOM 3a00JIeBaeMOCTY I CMEPTHOCTH
Cpeny Matepeil M HOBOPOX/IeHHBIX. BepeMeHHOCTb 00bI4-
HO XapaKTepu3yeTcs MONOXUTETbHbIMI OKUIAHUAMIY,
HO Ha/IM4yie MaTePUHCKMUX COIMYTCTBYIOIMX 3a00/eBa-
HIA, FeCTAIVIOHHBIX OCTIOKHEHWIT /M HeO/IarompusATHbIX
COLMANIbHO-9KOHOMMYECKUX U 9KOMIOTMYEeCKNX YC/IOBUIA
3HAUVTE/IbHO NOBBIIIAIOT BEPOSTHOCTD HEONMATONPHUATHBIX
ucxopnos. [lInpoxuit cekTp GpakTOpOB PUCKA, IPEX/IEB-
peMeHHbIe POAbl ¥ HEJOCTATOK IIPEHATaIbHOTO yXO/a
HMORYEpPKMBAIOT C/IOXKHBIN XxapakTep bBP. CoBpeMenHbIE
JlaHHBIE 110 SIMAEMUOIOT UYL, STUOJIOTMYeCKUM (PaKTOpaM
Y KJIMHUYECKMM IIOCTIefiCTBUAM OepeMeHHOCTeN! C BBICO-

KVIM PUCKOM IIOAYEPKMBAIOT HCO6XO,I[I/IMOCTb MHTETpa-
TUBHOI, TPOGUIAKTIYECKON U MEeXAUCIUIIITHAPHON
CUCTEMDI /1A CMATYCHUA H€6J’IaI‘OHpI/I}ITHbIX HEOHAaTa/Ib-
HBIX MICXOA0B 1 yTYyYIIE€HNA JO/ITOCPOYHBIX TpaeKTOpMi[
300pOBbs [2].

ITporecTepoH XOpOUIO U3BECTEH CBOMMM MHOTOYNC-
JIEHHBIMU 3HOOKPUMHOJIOTUYECKNMU POIAMU BO BpeMA
OepeMeHHOCTH, 00/1afiaeT UMMYHOMOJY/IALIME, CHYDKAS
VHAYKIONIO BOCIIA/INTETbHBIX peaKHMﬂ. OnuceiBaoTCA
IEPCIEKTVBLI TPOTeCTePOHa B IPOdMIaKTIKE /YN Jie-
YEHUU TaKNX CEPbE3HDIX OCTIOKHEHU, KaK peungnBupy-
FOLIVIA BBIKWU/IBILI, IIPESKIAMIICUA U IIPEX/GeBpEMEHHbIE
ponnbl. Tounbre MOJIEKYIAPHbBIE IIYTHU, OIpenenAommne
MeXaHU3MBbI [efiCTBUsI IPOTEeCTOreHOB, He pa3pabora-
HbI, 4TO IIpe€AIio/IaraeT HepCOHa]II/IESI/IpOBaHHbIﬁ IIoaxom,
IIOCKOZIbKY MMMYHOMOZIYJIANNA IIPOABIAETCA TOIDBKO
Y )KEHIIVH C MIMMYHHOJI 3THOJIOTYeN OCTIOKHEHWIT Oepe-
MEHHOCTY U pofioB [3].

MHoro4ucieHHbIe UCCIE[OBaHNS TONUMOpdu3Ma re-
HOB IIVITOKMHOB IIOKa3aau, YTO O/1A JKEHIIUH C IIPEX-
JeBpeMEHHBIMI pOJaMM XapaKTE€pHO Ha/M4Yue Mpo-
BOCITIA/IMTE/IbHBIX NTOMMHAHTHBIX afnjienen 9TUX reHos,
YTO MPUBOAUT K IOBBILIEHHON BbIPabOTKe IIPOBOCIA-
JINTE/IbHBIX HNTOKMHOB B MATOYHO-II/TAIEHTAPpHOM KOM-
IJIEKCE M 3aITyCKAeT MPOLeCC MPEXAEeBPEMEHHOTO TIpe-
pbIBaHMA 6epeMeHHOCTH. BemyTcs nccnefoBaHys reHoMa



JKEHIIMH C IPeXeBPEMEHHbIMY POlaMIi Ha HaIM41e
TeHOB, OTBEYAIOIMX 32 IPOJO/DKUTETBHOCTD IIePUOJA
recTanuy, 9TO MPUBEET K CHIDKEHUIO ePUHATAIbHOM
3a00/1eBaeMOCTH ¥ CMEPTHOCTH [4].

CoBpeMeHHas1 HayKa U IpaKTIdecKasi MeAMI[HA pac-
HO/IaraloT JOCTaTOYHO OOJIBIINM apCceHaNIoM IedeOHO-
AMAaTHOCTUYECKNX U OPTAaHMU3ALMOHHBIX TEXHOIOTUIA,
OPMEHTVPOBAHHBIX Ha IIPEAYIIPeXX/IeHIe Y INKBUAALIIO
OCJIO)KHEHMI NIePYHATAIbHOTO IIEPUOJA. COBPEMEHHOI
CTpaTernu pasBUTH IEPCOHAM3MPOBAHHOIN MEUIVHBL.
[leprHarasbHasI ¥ aHTEHATA/IbHAS OXPAaHa BHYTPUYTPOO-
HOTO pas3BuUTHs pebeHKa obecrednBaeT HpOrpaMMIpOBa-
Hye 6yay1ero 3n0posbs [5, 6, 7].

Komr1iiekc Mep 1o CHMDKEHUIO YUCTA IPeXIeBPEMeH-
HOTO IIpepbIBaHMs 6epeMEHHOCT, B TOM YICIIe ITyTeM
IPUMEHEeHNsI TeCTaTeHHbIX NIPENapaToB, 1 N3ydYeHNe Co-
CTOSIHUSL 3[[OPOBbSI HOBOPOXKIEHHBIX OTHOCSTCS K Hep-
CIIEKTUBHBIM HAayYHBIM HAIIPAB/ICHUSIM.

Ilens nccegoBaHMA — Ha OCHOBaHMUM 0030pa COBpe-
MEHHBIX JINTEPATYPHBIX VICTOYHIKOB, PACCMATPVBAIOLINX
B/IMSTHIIE T€CTATEHOB, IIPUMEHsIEMbIX BO BpeMsi GepeMeH-
HOCTH, Ha IUIOJ] M HOBOPOXKIEHHOTO, BBISIBUTD OCOOEHHO-
CTV BHYTPUYTPOOHOTO pasBUTHS, F€CTALIVIOHHBII BO3PACT
HOBOPO>K/IEHHBIX, a TAK)Ke HAPYIIEHVs afallTalli B PaH-
HeM HeOHATaJIbHOM IePHO[IE.

Marepuansl 1 MeTOIBI

ITpoBenen aHanmms 147 poccuiickux m 3apy6eXHbBIX IIy-
6mukanuii 3a nocireguue 10 net (c 2015 mo 2025 1.). Uccrne-
II0BaHMe IIPOBOANIIOCH C MICTIONIb30BAHNEM CIEYIOIINX
K/II0YEBBIX C/IOB (IO OTHENbHOCTV WA B COYETAHIMN):
IeTU, HOBOPOXK[IEHHBIE, IPOTeCTepPOH, OepeMEeHHOCTb
HepyHaTa/bHbIe JVICXOABI, pa3BUTHE, IOCIAEAYIOllee Ha-
OnrofieH1e, [OITOCPOYHBIN Tepuof, NpodumIaKTUKa
IIpEX/IeBPEMEHHDBIX POMIOB.

Pesynbrarsl
Bomnpocel HeBbIHAMIMBAHUA 6epeMEHHOCTH
PenpofykTuBHBIe HeyHauM IIpU HeBbIHALIMBAaHUU Oe-
PEMEHHOCTH ABIAIOTCA aKTya/lbHOM MpobIeMoil B aKy-
IIepCTBE ¥ HEOHATOJIOTMM, IIOCKO/IBbKY MMEIOT He TOJIb-
KO MEIMIIMHCKOE, HO 1 OOJIBIIIOe COLMa/IbHOE 3HAYEHIE.
YacToTa caMOIIPOM3BO/ILHOTO IIpepbhIBaHNUA OepeMeHHO-
ctu B Poccum ocraetcs BbICOKO — oOT 15 mo 23 % Bcex
3aperuCTPUPOBAHHBIX OepeMeHHOCTell. B cTpykType
IPUYNH IPUBBIYHBIX IOTEPb OEPEMEHHOCT BBIJE/ISIOT
reHeTUYecKne, aHATOMUYeCKue, SHIOKPVMHHBIE, UMMY-
HOTOrn4eckue, MHPEKMOHHbIE U TpoMboduInIecKne
dakTOopBHL.

lecTaMOHHBIN BO3pacT IPU POKAEHUN ABIACTCS
KPUTHYECKN Ba>XHBIM (HaKTOPOM A/IA HMepUHATAIIb-
HBIX MICXOOB M COCTOSHMNA 30POBbs Ha IIPOTKEHUN
xmnsHu. [Ipexxpespemennsnie pogsl (IIP) aBnarorcsa oc-
HOBHBIM (aKTOPOM U BeAyllell IpUINHOI 3aboeBae-
MOCTM U CMEPTHOCTH JeTell, B TOM 4YIC/Ie MJIafIeHIIeB.
Crpareruu paHHero BBISBIEHMSA M NPOPUIAKTUKYI
3TOTO aKYILIEPCKOTO COCTOSHUS OBIIN MPeAT0KeHbI
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B KJIMHNYECKNX YCIOBMAX C MHTEPECHBIMMI Pe3y/IbTa-
tTaMn. JJoka3aHO, YTO IIPOTeCTEPOH UTpaeT KIUeBYI0
ponb B mpodunaktuke I1P, neMOHCTpUPYS psfj MOIO-
KUTENTbHBIX 9P PeKTOB, TAKUX KaK CHIDKEHIEe CHHTe3a
IPOCTAaI/IAaHAVHOB, MHI MOV POBaHMe eTpaaliii MIeiKN
MAaTKI, MOLY/IALIMY BOCIA/INTEIbHOTO OTBETA, YMEHbIIIe-
HIle PaCKPBITHS MIEKY MaTKY U CHYDKEHVe aKTUBaLUN
MuomeTpus [8].

V3y4eHue mporectepoHa 1 ero MeTabo/INTOB, TUIIOB aK-
TUBMPYEMBIX K/IETOYHBIX PEIeITOPOB, 3a/Ie/ICTBOBAHHBIX
CUTHA/IBHBIX ITyTell, PeryIMPYeMBbIX T€HOB U IIUTOKIHOB,
BBbIJIe/IIeMbIX BO3/I€ICTBMEM STUX CTEPON/IOB B HEPBHOII
TKaHJ, MOXKET ObITD ITO/Ie3HBIM B K/IMHUYIECKOIT TepaIlnL,
MO3BOMNUT CHMU3UTH BocnpunmunsocTs ITHC HegonomIeH-
HBIX [IeTeN K IMOBPEXIAEHNAM IIPU Pa3BUTUM OIyXOell
Mos3ra [9].

OnnaeMnonorndeckye JaHHbIE CBA3BIBAIOT BOCIIPU-
MMYYBOCTDb Ye/IOBeKa K XPOHMYECKMM 3a00/IeBaHUAM
BO B3POCI/ION XXMU3HY C COOBITUAMYU BHYTPUYTPOOHOI!
¢daspl pa3BUTHA, KOTAA KIETKU-IIPAPOANTEIN Pa3MHO-
)arwTca u audpdepeHNPYIOTCS, BIUASL HA CTPYKTYPY,
($YyHKLMOHA/IbHBIE BO3MOXKHOCTYU U aKTUBHOCTDb ¢ep-
MEHTHBIX U 9HJJOKPMHHBIX CUCTEM, 3aK/Ia[ibIBast OCHOBBDI
I/I pa3HOOOpa3HbIX 3a00/IeBaHNIT, KOTOPbIe IPOSBIIS-
I0TCSI MHOTO JIeT CIYCTS, YacTO B OTBET Ha BTOPUYHbIE
9KO/IOTMYeCKIe CTPECCOPBL.

PasButme mnoga cBsA3aHO C I/IALEHTON — OPTAaHOM,
00pasyoIuM CBA3b MEX/Y IUVIOJOM U ero MaTepbio. Bee
HNNTaTe/IbHbIEe BEIleCTBA ¥ KUCIOPO/, IOCTyIAoIe
K IVIOAY, IIPOXOAAT Yepe3 3TOT opraH. [ImanenTa rakxe
BBINOJIHSIET Ba)KHbIE SHTOKPUHHBIE QYHKIIUN, OPTaHU-
3ys afilallTal[MI0 MaTepy K 6epeMeHHOCTY U MOOUIN3Ys
pecypchl s UCHONb30BAHNA IIOJOM, CO3JaBas 3a-
IMIUTHYIO CPpely 3a CYeT MUHUMM3AL UM BO3/eNCTBUA
MaTePUHCKUX TOPMOHOB, TAKUX KaK ITTIOKOKOPTUKOU-
IibI, KCeHOOMOTMKY, ITATOT€HBI 1 MapasuTsl. [lmanenra
CIOCOOHA aflalTMPOBATHCA K HeOIAaronpusATHEIM (ak-
TOpaM OKPY>Kalollei Cpefbl ¥ YMEHbIIATh UX BO3JEN-
CTBMe Ha 1107, V3ydaeTcs clIo>KHasA B3aMIMOCBA3Db MeX-
1y GeHOTHUIIOM IUTAIleHThI ¥ Pa3BUTIEM XPOHMIECKIUX
3aboneBaHmit y moroMctaa. ObecredeHre ONTIMAaTbHON
IJIalleHTAlUM NpejjaraeT HOBBIM MOAX0[ K npodu-
JTAKTUKE CePAEeYHO-COCYANUCThIX 3aboneBannmit, fuabe-
Ta ¥ OXKMPEHNUs, KOTOpPble JOCTUTAIOT SNUAEMIYeCKNX
MaciTa6os [10].

MaTeprHCKO-3HIOKPUHHO-IIONOBAS CUCTEMA CITY>KUT
nHTepdericom st o6MeHa OETKOBBIX U CTEPOUTHBIX
TOPMOHOB, KOOPAVHUPYS BBIPAOOTKY M CEKPeLNI0 XO-
PUOHMYECKOTO roHafioTponnua dyenoseka (XI'Y), mpo-
recTepoHa, 3CTPOTEHOB M ITAI[eHTAPHOTO TaKTOreHa
(ITJT) [11, 12].

Ponp nporecrepoHa B HeBBIHAIIMBAHUY OepeMEHHOCTH
Omnoxa WMCIHONb30BaHUs AHAJOrOB IPOrecTepOHa Ha-
yamach mociae Boifenenus A.F.Butenandt (1934) se-
IeCTBa, OO/MANAOIEr0 IMIPOTeCTEPOHOBON AKTUBHO-
CTBIO, 32 YTO OH ObUI yRocToeH HobeneBckoit mpemui,

o
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U TOYHOI pacundpoBKe CTPYKTYpbl IIPOrecTepOHa
K.H.Slotta [13]. ITonsTre Ba>XHOCTM PONM HPOTeCTe-
pOHa B NOAJEp>KaHUM 6epeMEeHHOCTU B COBPEMEHHOI
PenpOAyKTUBHON MefUIHe MOSABUIOCH Oojiee IONy-
Beka Hasafl. B 1972 ropy A.I Csapo et al. o6Hapyxumy,
4TO yZaJIeHue JKe/ITOrO Tela 10 afieKBaTHOTO PasBUTHA
IUIAIIeHTHI BI3bIBAET CIIOHTAHHDIN BBIKMABILL DTO paH-
Hee JCC/IeflOBaHNe IT0Ka3ajo, YTO IPOreCTepoH, ceKpe-
TUPYEMBIil )Ke/ITBIM TeJIOM, MMeeT peliaoliee 3HaUYeHue
IS TIOA/iep>KaHusA OepeMEeHHOCTH [JO BBICBOOOXK/ICHMU S
ITalleHTapHOTO mporecTepoHa [14].

Merabonyeckite 0COOEHHOCTIE aHOMa/IbHOI TOJIEPAHT-
HOCTH K IJIIOKO3€ BO BpeMsi 6epeMeHHOCTI OKa3bIBaIOT
B/IUsIHVE Ha POCT, MAacCy TeJIa IIPU POXKACHUY U KUPOBYIO
Maccy HOBOPOX/IeHHBIX. Bo3feiicTBIe MIalleHTapHbIX
TOPMOHOB (JTaKTOT€HA IIalleHThbl, KOPTU30/1a U Ipore-
CTepOHa) Ha MeTabO0/IM3M ITIIOKO3BI 11 INIINOB y MaTepu
IPUBOAUT K YCYTYO/IEHNIO TUIIEPIIMKEMIUN U CTUMY/IUPO-
BaHMIO 30BITOYHOTO POCTA I/IOAIA, BIMSIET Ha JOITOCPOY-
Hble MeTabonmnveckye nytu. [Iporecc BHyTpuyTpoOHOTO
POCTa, BK/II0YasA COCTAB TeJla MOC/Ie POXKAEHN, B COUeTa-
HUY C TeHeTU4eCKMMM (HaKTOpaMy U BHYTPUYTPOOHOI
Cpefoii, CIOCOOCTBYET OIpefie/IeHNI0 PUCKa Pa3BUTHA
3a60/1eBaHMIT, CBA3AHHBIX C 00pa3oM >KM3HU B OymyIieM
(15, 16, 17, 18, 19].

[IpuMeHeHMe IpOrecTepoHa /IS MO AEP>KKH TIOTEN-
HOBOJT (pasbl -yCTOSIBIIASICA KOHIIEIINA B 00/IaCTH 9KC-
TpakopropanbHoro omnogorsopenus (9KO), koropas
IIMPOKO UCIIONB3YeTCsl BO BpeMs 6epeMeHHOCTH. [Jon-
rocpouHblie 9 GeKThl BO3/EICTBIA 9K30T€HHOTO IIPO-
recTepoHa Ha IUIOJ M pa3BUTHUe pebeHKa IMPaKTUYeCKN
He M3y4anuch [20, 21].

HanyoHaapHbII MHCTUTYT KIMHIYECKOTO COBEpILeH-
crBa B Bennkobpuranuu, a rakxe FIGO n SMFM B CIITA
PEKOMEH/IYIOT MCIIONIb30BaHME IIPOreCTOTCHOB XKEHIIIN-
HaM C BBICOKUM PUCKOM IIPeXAe€BPEMEHHbIX POJOB, IIPY-
MEHAA BaTMHAAbHO 17-TMgpOKCUIIPOreCTEPOH KaIlpoar
(250 Mr BHYTPUMBILIEYHO B Hefe/II0), HaunHasA ¢ 16-20
10 36 Heflenb UV IIPYU POfiaX Y )KEHIIMH C OFHOIIOZHO
6epeMeHHOCTBIO U IIPeAbIAYIIVIMI IIPEeXKIeBPEeMEHHBIMU
pomamu. OZHAKO JJOKa3aTe/lbCTBA BIAMSIHMSA Ha YPOBEHb
HpeXX/[eBPEeMEeHHBIX POJOB I JONTOCpOYHbIe 3¢ (PeKThI
Ii1s1 pebeHKa OCTAITCSI HEOLHO3HAYHBIMH [22].

9¢PeKkTUBHOCTD MpenapaToB IPOrecTepOHa B IIEPBOM
TpuMecTpe OepeMeHHbIX )XeHIIMH (1 = 112 986) cocrasis-
eT 30,70 %. Cpeny 1CIIO/Ib3yeMBIX IIPENapaToOB AMPOTrecTe-
POH U IIPOTeCTePOH MMEIOT CaMble BBICOKVE TI0Ka3aTe/ N
BospeiictBua — 11,97 u 10,82 % coorseTcrBeHHO. OO1as
4acTOTa HEO/IATONPUSTHBIX MCXOHOB OePEMEHHOCTH CO-
crabnser 13,49 %. BosgelicTBue fuporecTepoHa B Iep-
BOM TpUMeCTpe KOppenupyer ¢ 60jiee BBICOKOI 4aCTOTOI
MepPTBOPOXK/EHNs, IPEeXAEeBPEMEHHbBIX POJIOB, HU3KOI
Maccoit Te/a NpyU POXAEHNUN M BPOXXAEHHBIMMU Jiedek-
TaMM, a TaKXKe ¢ 601ee HU3KOI 9YaCTOTOM BBIKVbILIEN
u abopros [23].

PerpocniekTBHOE KOTOPTHOE NCC/IETOBAHNE BKTIOYATIO
265 6epeMeHHBIX JKEHIIVH, KOTOpble ObIIN pasfieneHbl

Ha JIBE IPYIIIbI, ITOYYMBIINE IIPOreCTEPOH 10 12 Hexenb
u 6ornee 12 Hefienb yledeHNs. B rpyIme >KeHIIVH, OTY-
YaOIMX IPOTECTEPOH C NPOJO/DKUTENBHOCTBIO Iede-
Hus 6oree 12 Hemenb, 4acTOTA MPEXJeBPEMEHHBIX PO-
TOB, CMHAPOMa IBIXaTe/IbHOTO JVCTPecca, HM3KOM MacChl
Tea PV POXK/ICHUY Y HEOOXOMMOCTY TOCIMTaIN3ALI NN
B OT/IeJIeH/e MHTEHCUBHOM Tepanuy ObUIN 3HAYNTETbHO
HIDKe B TPYIIIIE, IOy Yaollell POreCTEPOH C IPOJOIIKI-
TEIbHOCTBIO JIeueHus 6onee 12 Hemenn [24].

N. E. Simons et al., onenuBas coctosinye 3EOpOBbS fHe-
Tell B BO3pacTe OT 6 MecALeB 10 8 1eT, CpaBHUBAJIN IIPOTe-
CTEepOH ¢ I1a1e60 BO BTOPOM 1/VJIU TPeTbeM TPUMeCTpe
/1 NPOPUMIAKTUKI IPEX/eBPEeMEHHBIX POJIOB, ITIOKA3a /Il
HEeOOXOAMMOCTD OLieHKY 9(pPeKTOB Y HOBOPOXK/JEHHBIX
IIOC/Ie BBEfIEHM I IPOreCTepOHa Ha PaHHUX CPOKax bepe-
MeHHOCTH [25].

JleyeHye IpOrecTepOHOM OBIJIO CBA3AHO CO CHIYKe-
HMEM YaCTOTbI CIIOHTaHHBIX NIPEXI€BPEMEHHBIX POMIOB
1o 34 Hemenb 6epeMeHHOCTH, IIOCTYI/IEHEM B OTHesIe-
HJ€ MHTEHCUBHOJ Tepalyy HOBOPOXK/I€HHBIX U IPOJOII-
JKUTENIbHOCTBIO HEOHATAbHOM Te€palluy y NaLll€eHTOB
C BBICOKMM PUCKOM, JJa)ke IIpU Hayajie 1nocnue 24 Hepenb
6epemeHHOCTH [26)].

ITporecrepoH u 6one3nu pebeHka B Oygyiem
OCOOEHHOCTY SHIOKPUHHON Peryasaluu pocTa U Ju-
HaMMKM IUIACTUYECKMX IIPOLIECCOB y HEOHOUIEHHBIX
ZeTeil M JeTell, MajblX /A TeCTallIOHOIO BO3pacTa,
COIPSDKEHBl C M3OBITOYHBIM HAKOIIEHVEM >KMPOBOIL
TKaHI, YTO MOXKET CIY>KUTb (PYHKI[MOHATBHBIM MeXa-
HU3MOM MeTabONMMYeCKOT0 HPOrpaMMUPOBAHUs OTHA-
JIEHHBIX SHIOKPUHHBIX M KapAMOMeTabOonM4ecKux Ha-
pyienmii [27].

J. Zhao et al. B peTpOCIIeKTBHOM KCCI€OBAHNUY
II0 CXeMe «KeMC-KOHTPOIb» 610 cnydaeB KpUITOPXU3-
Ma 1 610 KOHTPO/NIPHBIX NALMEHTOB B IIEPUOJ, C ANIPEA
2016 r. 1o oxTA6pb 2021 T. IOKa3a/My peHaTaIbHOE BO3-
TeJICTBUE 9K30T€HHOIO IIPOrecTepoHa Ha BEPOATHOCTD
KPUIITOPXM3Ma Y HOBOpOXAeHHbIX ferelt (aOR = 1,85;
95% I = 1,42-2,40; p < .001) 1 9acTOTy KecapeBa cede-
Hus (B3aumopeiicTsue p = 0,001). Otmevasncs 6oree BbI-
COKMIT YPOBEHb IIpeXXeBpeMeHHbIX pofoB (13,8 mpoTus
7,3 %; p = 0,018) 1 Hu3Kmit Bec mpu poxxaennn (17,5 mpo-
tuB 9,9 %; p = 0,014). BospacT marepeit 6bl1 comocTa-
BuM B rpynmax (p = 0,409) [28]. ViccnegoBaHme rumo-
cIaguy BeIABMIIO cooTHoleHne mancos (OP) 3,7 (95 %
1IN, 2,3-6,0) y 6epeMeHHBIX >KEHIIVH C BO3JeICTBIEM
mporecTuHa [29].

BBepienne nporectepoHa 6epeMeHHOI YBeIN4IN/IO KOH-
LIEHTPaL /IO IPOreCTepOHa Y MY>KCKMX, HO He )KEHCKMX
IJIOJIOB, a TaKXXe yBeNIMYeHHYI0 UUpKynauuw 11-me-
TUAPOKOPTUKOCTEPOHA y MY>KCKUX IIOIOB. BBenenne
[pOrecTepoHa Ha paHHUX CPOKaX OepeMeHHOCTI MaTepn
M3MeHMTO QYHKINIO IUIIodu3a 1 ANYeK IJIOfia y CAMIIOB
oser [30].

MccnemoBannsa nokasany, 4TO CTEPOUTOTEHES He Clle-
IyeT pacCMaTpMBaTh MCKIIOYUTENBHO C TOYKY 3PEHNUA



roHansl. Ha camoMm gmerme KoHTponb guddepeHunpoBKn
MOYETreHUTATbHOI'O TPaKTa IIOfA YelOoBeKa 3aBUCKT
He TOJIBKO OT F'OHAaJIbHBIX CTEPOUIOB, HO U OT CJIOXKHO-
TO B3aMMOJIEVICTBIS MEX/1y TOHAJHBIMY Y HETOHA/THBIMI
TKaHAMMK. AHaJIU3 CTEPOULOTeHHOrO0 MeXaHNU3Ma U I0-
HUMaHMe OepULUTOB pasBUTUS Ye/IOBEKa IIO3BOIVIIN
cHienIaTh BBIBOJI, YTO IUIAIEHTA UTPaeT KII0YEeBYIO POJIb
B MY>KeCTBEHM3ALNM MYXXCKOTO I1oza [31].

A. Katalinic et al. (2024) cmemanu BBIBOJ, YTO HECMO-
TPs Ha KPyIHbIe KJIMHNYECKMe VCIIBITAHUA U MeTaaHa-
NM3bI, He IOKA3bIBAOIINE CBA3Y MEXIY IpUMeHeHIeM
AUpOrecTepoHa BO BpeMs O€peMEeHHOCTI U BPOXK/IE€H-
HBIMJ aHOMa/IUsIMHU, HEKOTOPbIE HEJABHO OTO3BaHHBIE
ny6IMKaLuy MpeIoNaraloT CBsA3b C TEPATOT€HHOCTBIO.
JupporecTepoH Tak)Ke 4acTO CYMTAETCSI MeHee 6e30-
HacCHBIM, YeM OMOM/IeHTUYHbIe IIPOreCTUHBI. JJaHHbII
CUCTeMATUYIeCKNIT 0030p U MeTaaHaIu3 Aal0T MaKCH-
MaJIbHO BO3MOXKHOE NOATBEPKjeHMe KaK sl KIVHUIU-
CTOB, TaK ¥ IJIsl HALJMEHTOB B TOM, YTO JUJIPOreCTEPOH
He J00aB/IsIeT PeJIeBAHTHOTO JOMOTHUTE/IBHOTO PUCKa
BPOXJ€HHBIX aHOMAJIMI BbIIIE OKNUHAEMOI /I BCeX
IPOTrecTOreHOB MaM (PaKTOPOB OKPY KaoIIell Cpembl
U reHeTHKu [32].

B skcnepuMeHTax Ha )XMBOTHBIX ITOKa3aHO MATOT€HETH-
YecKoe BO3JIe/ICTBIE IPOreCTepOHA Ha pa3BUTVE HEPBHOI
CUCTEMBI TOJIOBHOT'O MO3Ta, MUIIEHSIMM IPOrecTepoHa
ABJIAIOTCSA HEOKOPTEKC, TUIIIOKAMII, TUIIOTATAMYC U IPY-
rVe OTHeNnbl Mo3ra. Bo3eiicTBe Ha HUX IpOrecTepoHa
MPOSIB/IAETCS, B YaCTHOCTH, HEMPOIPOTEKTOPHBIM 3¢-
dexrom [33].

[TporectepoH Kak HEKOTOpPbIE APyTUe CTEPOUAbI CUH-
Te3MpyeTcs HepOHaMU M B Iy (HelIpocTepouiHOe
IeiicTBUE) HEPBHOM cucTeMoll. Bce dpepmeHTHI, HE06XO-
IVIMBIe [UIsI IIpeBpalleHusI X0/IeCTepYHa B IPErHEHOIOH,
a 3aTeM B IIPOreCTEPOH, TAK)XXe LIVPOKO pacCpOCTPaHeHbI
B TOJIOBHOM MO3T€e. AJIJIONIPEerHOHOJIOH SIBJISIETCS CAMbIM
Ba)KHBIM /11 HOPMa/IbHOV (PYHKIIUY LIeHTPAIbHOI HepB-
noit cucremst (ITHC) [34].

B HeoHaTasbHOM BO3pacTe JOKa3aHO 6e3 maToreHeTy-
4eCKOT0 000CHOBAH, YTO IIPOTeCTEPOH y GepeMeHHBIX
croco6cTByeT 60ree HU3KMM 3HAYEHNIM PeCIPaTOPHOTO
RUCTpecC-CUHIPOMA, CETICHCa, THEBMOHNM, PETMHOIATUYI
U MICKYCCTBEHHOJ BEHTU/IALVY JIETKNX, 110 CPAaBHEHNIO
C IAaHHBIMI B IIOITY ALV

B 12 panpoMusupoBaHHBIX UCCIELOBAaHUAX C 1557
y4acTHUKaMM, 13 KOTOpbIx 888 (57,3 %) 6buIM paHmEOMU-
3VPOBAHBI 110 IPOBOLMMOI TepPAIIMy IPOreCTEPOHOM.
HoBoposxeHHbIe B IpyIIIIe IporecTepoHa umenu 6omnee
HU3KUI PUCK PECIIMPATOPHOTO JUCTPECC-CUHPOMA OT-
Horrenye pucka (OP 0,61 [95 % moBepuTebHBII MHTEPBA
(an), 0,43-0,87], p < 0,01), cencuca (OP 0,51 [95% [,
0,27-0,96], p = 0,039), mreBmonun (OP 0,29 [95% 11,
0,11-0,74], p < 0,01), petunonatuu (OP, 0,38 [95% IV,
0,17-0,83], p = 0,015) n norpe6HOCTN B BeHTUIALMMU (OP,
0,65 [95 % 111, 0,46-0,91], p = 0,012) [35].

B KOHLIEHTpaLMAX, IPUCYTCTBYIOIUX B IYIIOBIHHOIN
KPOBHU, 3CTPAAMOI I IPOTeCTEPOH 00Ia/JAl0T TAKOI XKe
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MOIIbIO, KaK U TUAPOKOPTU3OH, [/ MHIMOUPOBAHNA
HPOAYKINY IUTOKMHOB MOHOHYK/I€APHBIMM K/I€TKaMI
HyIIOBUHHON KpoBU 1 MoHouutamu (in vitro). Tpeby-
I0TCSA MICC/IeOBAaHNA BIVMAHNUSA FeCTAllIOHHOTO BO3PacTa
Ha BOCIPUMMYMBOCTD KJIETOK BPOXXJEHHOTO UIMMYHU-
TeTa HOBOPOXK/IEHHBIX K 9CTPAJMONY U IIPOTeCTePOHY.
BbIcOKMIT yPOBEHb 3CTPaAyo/Ia I IPOreCTepOHa B KPOBM
MO>KEeT CIOCOOCTBOBATh OTHOCUTE/IBHOMY UMMYHOAeU-
IUTY ¥ MOBBIIIEHHO! BOCIIPUMMYNBOCTY K MHPEKLIN,
Hab/TI07jaeMoll Y HOBOPOX/IEHHBIX [36].

[IporecTepoH ABIAETCA HENIPOIPOTEKTUBHBIM Cpefi-
CTBOM, YTO OTPa>X€HO B OOJIBIINHCTBE HEOHATATbHBIX
UICCIeIOBAHNMIT HA KMBOTHBIX C TMIOKCUYECKU-NIIEMU-
4ecKuM nopaxkerreM. OTHAKO MOTYT ObITb Ba>KHbIE I10-
JI0BBIe pasnnuys. be3aonacHoCTh 0O BACHIOT MHTMOUTOP-
HbIMU TAMK-3prudeckiMy TOKaMu, BCTPEYAIOIIVIMUCS
Y HOBOPOXK/IEHHBIX YCH/IMBAS 3aIINUTY KI€TOK TOIOBHOTO
MO3Ta IIPM HEOHATa/IbHOM MIIEeMIYEeCKOM MOPa’KeHUN

LIHC [37].

IIporecrepon 1 makTanus

YpoBeHDb mporecTepoHa B CBIBOPOTKE KPOBU 10 POJOB
MIMeeT IOJIOKUTEIbHYIO CBAA3b C IOC/IEPOROBBIM IIPOU3-
BOJCTBOM MOJIOKA, IIOCKOJIBKY CIIOCOOCTBYIOT IpPOJIN-
depanyy snuTeNNA MOTOYHON >Kejie3bl 1 MOpOreHe3y
IIPOTOKOB BO BpeMsi O6epeMeHHOCTH, a TaK>Ke O/IOKMpyeT
JTAKTOT€He3 B aHTEHATA/IbHBIN IMEPUOJ 13-3a MOJaBIIe-
HUA IIPO/JTaKTVHA U INTIOKOKOPTUKOMAHBIX PELEINITOPOB
B TKaHM MOJIOYHON >Kene3bl. [IporecTepoH MOmaBiseT
CMHTe3 O-TaKTa/Jb0yMIUHa, Ka3eMHa 1 JIAKTO3bl, TeM Ca-
MBIM MHI'MOMPYS HadasIo TakToreHesa. [locie poxeHns
IJIALleHThl KOHLIEHTPALMs IPOreCTepOHa OBICTPO CHU-
xaercs. CHIOKeHNe YPOBHS IIPOreCTepPOHa II0C/Ie POfIOB
3aITyCKaeT CUTHA/IN3ALMIO IIPOIAKTYHOBBIX PeLlelITOPOB
yepe3 STATS5, KoTOpble HEOOXOLMMBI [jIsi OOMIBHOTO
IIPOM3BOACTBA MOIOKa [38, 39].

Bo BpemsA maKTanyy IporecTepoH, HAKOIIEHHBIN B XKI-
POBOII TKaHU, TAK)Ke MOXKET BBIJIE/ISIThCS Yepe3 IPYAHOe
MOJIOKO 671arofiapsi BBICOKOJ CKJIOHHOCTY K MOJIOYHOMY
XKUPY, YTO OBIIO JOKA3aHO B MCCTIE[OBAHMAX HA KPYTIHBIX
JKMBOTHBIX [40, 41].

3aknro4eHne

Takum 06pa3oM, UCCIeTOBAHMS B OCHOBHOM IOCBSIIEHBI
YCHELIHOMY IPUMEHEHMIO IIpErapaToB IIPOTeCTEpPOHA
IIpY IATOIOTMYECKNX COCTOAHMUAX [/IA IIPOJIOHTMPOBa-
HuA 6epeMeHHOCTH. IIpOTHBOPEYNBOCTD U HEZOCTATOY-
HOCTb HAay4YHBIX aHHBIX 00 OCOOEHHOCTSX COCTOSHMS
3I0pOBbsI HOBOPOXK/JEHHBIX IIPY IIPOIOHTMPOBaHNM Oe-
PEMEHHOCTM MaTepy IIpenaparaMy IIpOrecTepoHa, MX
aZlaliTalIOHHBIX Pe3epBaxX B PAHHMII HEOHATAJIbHbIA I1e-
PMOZ, OTCYTCTBUE MOAXOM0B K IPOTHO3MPOBAHNUIO POp-
MMPOBaHMsA IATONTOTMYECKMX COCTOAHMI OINPEJENAIT
aAKTya/JIbHOCTb [JAHHOJ TeMbl, I B HAaCTOALee BpeMs
COXpaHsAETCs BBICOKas HEOOXOAMMOCTD B Jla/IbHelIIeM
VI3y4YEHUM BIMAHUA IIperapaToB IIPOrecTepoHa Ha 370-
pOBbe TOTOMCTBA Y€/I0BEKA.
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