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KOJIOHKA BbIMYCKAIOLLEF0 PEJAKTOPA
EDITORIAL

YBakaeMblil YynuTATENb!

PepakuyoHHas Ko/merns sxypHana « ApXuB MeguaTpun
U JeTCKOJ XMpPYypIruM» paja NpuBeTCTBOBaTbh Bac Ha cTpa-
HM1ax 3aBepuiatouiero 2025 rox HoMmepa. IIpopomxas Tpa-
OBVLNIO, 32JI0)KEHHYI0 C MOMEHTa OCHOBaHN s XXypHala,
MBI IIpefjTaraeM BaleMy BHMMaHUIO CAaMYI0 aKTya/IbHYIO
MHpOpMaIUIO, KacaoIyI0cs AUarHOCTUKY, auddepeH-
IIVIaJTBHOVI IMaTHOCTYKY, JIeUeHNA U peabVINTaL Y JieTeil
¢ 3a00/1eBaHNAMY, HaXOAAIMMICA B chepe mpodeccuo-
HaJIBHBIX IHTEPECOB CIIEIVa/INCTOB PasHbIX IpoguIel.

IlepemoBas cTaThsA HOMepa MOCBAILEHA STAlIHOM TakK-
THKe BelleHUs JIeTell C pefKOl HACTeICTBEHHO H6omes-
Hblo — cuHApoMoM IleiiTiia — Erepca u Oyper uHTe-
pecHa He TONBKO NeTCKMM XUPypraM, HO U IefyaTpam,
BpadaM-fiepMaTo/noraM, a Tak)Xe reHeTUKaM U Kojije-
raM, 3aHUMammuMcsa oppaHHOI naronorueit. Jlekuns
npodeccopa A. V1. XaBknHa, TOCBsAIIeHHAsT 3HAYUMOIT
MEJIMKO-COIVIAJIBHOI TPO6/IeMe — KaueCTBY >KM3HU fieTell
C OrpaHMYEHHBIMIU BO3MO)XHOCTSIMU 3[J0POBbSI, 0€3yC/IOB-
HO, OyZieT IoJIe3Ha Ka>kJJOMY IeTCKOMY Bpady, paboTao-
IIeMY C JeTbMU-VHBaINJAMMU.

Hapsapny ¢ opurnHaapHbIMM ¥ 0030PHBIMU CTaTbhsIMU
3TOT0 HOMepa OT/e/IbHOTO BHMMAaHMA 3aC/Iy K/MBaIOT Ha-
yuHble nnyonukanuy pyopuxn «KnmHudeckne cmydan»,

ApxuB neguatpuu u getTckoit xupypruu Ne4 [3] 2025 ropa @

JI106060b K 8pauebHOMY UCKYycCMEY —
amo u ecmv n110606b K Hes06e4ecmsy.
I'mnnoxpat

B KOTOPBIX Pe[JKO BCTpedalolecs U CJIOKHbIe 3a00/1eBa-
HUSAMM HaIJIAGHO VWIIIOCTPUPOBAHBI IIPUMepaMu U3 co0-
CTBEHHOI1 IPaKTUKU aBTOPOB.

YBakaeMble KomIery, loporue npysbs! B npengasepun
HacTynawoumero HoBoro roga pefgxonuerus >xypHana
OT BCEro Cepylia MO3APaB/sieT Bac C CAMbIM JTI00MMBIM
npas3gHUKOM JieTell u B3pocnbix! ITycTh HacTymarommii
roj IIpMHeceT BaM ¥ BallluM O/IM3KUM Bce camMoe 1o0poe,
CBETIOE, TeIIoe ¥ BaykKHOe! ByibTe 3M0pOBbI M CYACTIUBBI,
ycnenrHel u 6aronony4sel! Cui u TeplieHus B BalleM
TaKOM HeJIeTKOM, HO Ba)XHOM U HY>KHOM TPYZe, Hallu
moporue yurarenu!

A pnsa Hac HacTynaroomuii, 2026 rof 3HaMeHaTe/IeH 0Co-
6bIM cobpiTHEM — 90-neTueM HayuHo-uccnegoBarens-
CKOT'0 K/IMHMYECKOTO MHCTUTYTa leTcTBa MuHKcTepcTBa
3apaBooxpaHeHMsT MOCKOBCKOI 00/1acTy, yYpeAuTens
KypHana «ApXUB NefUaTPUU U [EeTCKOI XUPYPIUN».
C orpoMHBIM yHOBO/IbCTBMEM NpurnamaeM Bac, Ham
YyTaTe/b, OTMETUTDh BMECTe C HaMU I00uIeil MHCTUTY-
Ta, Ipa3lHOBaH}e KOTOPOrO COCTOUTCS JIETOM U OCEHBIO
2026 roga. AHOHC Ipa3gHUYHBIX MepONIpUATUI OyfeT
OITy0/IMKOBAaH Ha CTPaHMIIAX HAIIETO VI3aHNU .

o BCcTpeuyu B HOBOM T'Ofy, JOpPOTKe Jpy3bs!

Inasnwiii pedakmop sypHana «Apxue neduampuu u 0emcKotl Xupypauu»,

enasnuiti neduamp Munucmepcmasa 30pasooxparerusi Mockosckoii obnacmu,

oupexmop I'bBY3 Mocxkosckoii o6nacmu «HUKV demcmesa Munsopasa Mockoéckoii o6nacmu,

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

OJTamHasa TaKTUKA BeleHns neTen
c cuagpomom llentia — Erepca

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

OrAY «HauuoHanbHbIA MeAULMHCKWIA UCCNe0BaTeIbCKUI LIEHTP 340p0BbsA feTer» MuH3apasa Poccum (JToMoHoCoBCKMiA np-T, 4. 2,

cp. 1, . Mockea, 119991, Poccus)

Pestome

Beepenune. CuHgpoM lMenTua — Erepca y neteit 4acTo 0Cnox-
HAETCA TOHKOKMLLEYHBIMU MHBarMHALMAMU U KULLIEYHOI Henpo-
XOAMMOCTBIO, YTO MPUBOAMT K NOBTOPHLIM OMEpaLysM 1 pe3eK-
LMAM KULLKW.

Llenib: oLeHUTb pe3ynbTaThl 3TANHOro anropuTMa BefeHus Ae-
Tein ¢ cuHapoMoM lentua — Erepca, HanpaBieHHOro Ha CHU-
JKEHWe YacToTbl PE3EKLMI 33 CYET PerynapHoro Habnoaexus
W NpuopuTeTa 3HLOCKOMMYECKWUX BMELLATeNbCTB ¢ 0bA3aTesNb-
HbIM KOHTPOJIEM NOCJIE SHLOCKOMMUM.

Matepuansl u MeTopabl. BbinonHeHo peTpoCneKTMBHOE OAHO-
LEHTpOBOEe MccnefoBaHue, BrouuBlee 30 NauMeHTOB, Ha-
onopaswuxcs B OrAY «HMWUL, 3popoBbs feTed MuH3apaBa
Poccumnx» B 2016-2025 rr.; npy aHanu3e aHaMHe3a y4uTbiBaIU
JaHHble MeAMLMHCKMX foKyMmeHTOoB 3a 2013-2026 rr. [uarxos
YCTaHaB/IMBANCA N0 KIIMHWUKO-3HA0CKOMUYECKUM KpUTEPUAM 1/
UK CEMEIHOMY aHaMHe3y; NpU HalIMYnUK YYUTBIBANM pesynbTa-
Tol HK-uccneposanmnsa rena STK11. 3tanHbi anroput™M BKJIO-
yan nepsuyHoe Y3W, aHgocKonuyeckuin 3tan (B ToM yuchne ban-
NIOHHYI0 3HTEPOCKOMNUIO) C yAaNleHeM NOAMNOB, 0083aTeNbHbINA
Y3-KOHTpO/b NOCAE 3HAOCKONUM U NEPEXOA K XMPYPrudecKoMy

3Tany Npu CoXpaHAoLLenca/peLyanBUPYIOLLEN MHBArMHALMK U/
UM HEBO3MOXHOCTM 3HAOCKOMMUYECKOr0 YAaNeHUs NPUYUHHO-
ro Nosuna, ¢ NPMOPUTETOM OPraHOCOXpaHSAILLEN TaKTUKK (ae-
3MHBarMHaLus, 3HTEPOTOMUSA U MOAMNIKTOMUA Be3 pesekumuu
NpM OTCYTCTBMM HEOOPaTUMbIX U3MEHEHNH).

Pesynbrathl. B koropte npeobnaganu mManbumkm (63,3 %). My-
Tauus B rede STK11 BoiseneHa y 90,0 % nauueHToB; de novo-Ba-
puaHT oTMeveH y 53,3%, MyTaumsa B reHe STK1] obHapyxeHa
y 30,0% ponuteneir. MHBaruHaumsa otMeyeHa y 86,7 % naumeH-
TOB; 3H,0CKONMYECKWE BMeLUaTebcTBa BbinoaHamck y 90,0 %;
pe3seKums Kuwku B aHamHese — Y 70,0 %. MpoaHanu3upoBaHo
155 rocnuTanu3aumin ¢ fatamu; MeiMaHHas LAWTENbHOCTb ro-
cnuTtanu3aumm coctasuna 8 cytok (IQR 7-11).

3aknioyeHue. JTanHas TaKTUKa C perynsapHbIM HabnioaeHeM,
NPUOPUTETOM 3HA0CKONUU U 0643aTeNIbHBIM KOHTPOJIEM MOCIe
3HJ,0CKOMMYECKOro 3Tana no3BofiseT CBOEBPEMEHHO BbISBNATL
NepCMCTUPYIOLLYI0 WHBarWHALMIO U BbLINONHATL OpPraHocoxpa-
HALWME BMeLIATeNbCTBA, YTO MMEET KJIIYEBOE 3HAuYeHue
ONA CHUXEHUSA Pe3eKUMn y AeTen ¢ cuHapomoM [leitua —
Erepca.

KnioueBblie cnoBa: CMHOpOM MenTua — Erepca, DETCKaA XMpyprud, vHearnHauma, TOHKaA KULLIKa, bannoHHas JHTepoCKonus,
JHA0CKONUYeCKana NoJIMN3IKTOMUA, OpraHoCOXpaHAKLLaA XUPYprua, pe3ekuna KULLKK, yanpaBBYKOBOﬁ KOHTPOJ1b
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Stepwise management of children
with Peutz-Jeghers syndrome

Elena Yu. Dyakonova, Aleksandr S. Bekin, Maksim M. Lokhmatov, Aleksei A. Gusev, Aleksandr E. Myagkov,

Evgeniy A. Okulov

National Medical Research Center for Children’s Health, Ministry of Health of the Russian Federation (2, bldg., 1, Lomonosovsky

prospekt, 119991, Moscow, Russia)

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 occurred in 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

For citation: Dyakonova E.Yu., Bekin A. S., Lokhmatov M. M., Gusev A. A., Myagkov A. E., Okulov E. A. Stepwise management of children
with Peutz—Jeghers syndrome. Archives of Pediatrics and Pediatric Surgery. 2025;3(4):4-9. doi: 10.66825/2949-4664-apps-3-4-4-9

BBenenne

Cunpgpou Ileittna — Erepca (CIIE) — pepgkuit ayTocoMHO-
JNOMMHAHTHBIV HAC/IENCTBEHHDBII CUH/IPOM, XapaKTepu-
3YIOLIMIICA MYKOKOYXHOJ TMIIepIUTMeHTanyeil (JIeHTUTO)
(puc. 1) ¥ raMapTOMHBIMU TIOTIAIIAMY JKe/TYI0OYHO-KIIIIeY-

HOTO TpakTa. [J/is1 JeTCKoro Bo3pacra Haubojee 3HAYMMBbI
HO/TUII-aCCOLMMPOBAHHbIE OC/IO)KHEHVSI TOHKOW KUIIKYI,
B HepBYIO Oqepe;[b TOHKO-TOHKOKMNIICYHbIC MHBAaTMTHALIN,
TOT/]a KaK Y B3POC/IBIX NAIVIEHTOB CYIIECTBEHHO BO3pAcTa-
eT PICK 3/I0Ka4eCTBEHHBIX HOBOOOpa3oBaHmii [1-4].
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PucyHok 1.

Jlenturo npu cuHgpome leiitua — Erepca
Figure 1.

Lentigo in Peutz—Jeghers syndrome.

B 6onpunuctBe cnygaes CIIE obycnoBien repmu-
Ha/IbHBIMJ IAaTOTe€HHBbIMMU BapuaHTamyu reHa STKI11/
LKBI (cepnH/TpeoOHMHOBAs KMHAa3a), BKIOYas TOUYKO-
Bble BAPMAHTHI ¥ KPYIIHbIE fe/eli 9K30HOB/BCEro reHa.
IIpy 9acTy MaleHTOB ¢ TUINYHOM KIMHNYIECKON Kap-
tHOM MyTanun STKII He BBIABISAIOTCS CTAaH[APTHBI-
MU METOAAaMM, YTO MOXKET OBITH CBSA3aHO C KPYIIHBIMU
HepecTpoKaMy M/UAN BapUAHTAMU B PeTyIsATOPHBIX
obrmacTaAX u TpebyeT paclIMPEeHHOTO MOJIEKY/IsPHOTO
moucka [5-11].

KnuHnueckoe TedeHme B JeTCKOM BO3pacTe 4acTo OC-
TIO)KHAETCA XPOHMYECKOIM KPOBOIIOTEPEN B CIECTBUM
TpaBMAaTU3aLMM IIO/INIIOB ¥ aHEMUE, a TAKKe SMM30flaMI
TOHKO-TOHKOKMIIEYHOV MHBaIrMHALMM U KMUIIEYHON He-
IPOXOAIMOCTM, OOYC/IOB/IEHHBIMY KPYITHBIMM [TO/IUIIAMY
TOHKOJ KMIIKM. PYICK MHBAarmHauum CyIiecCTBEHHO BO3-
pacTaeT Ipy IOINIIAX PasMepPOM = 15 MM, 4TO onpezenser
HeO0OXOAMMOCTD IIPEBEHTUBHOTO YAATeHNsI KIMHUYIECKN
3HAYMMBIX ITONNUIIOB [12].

IIo maHHBIM MMPOBOJI TUTEPATYPHI, PETyIAPHOE Ha-
OmofieHNe B CllelIMa/IM3MPOBAaHHbBIX LIEHTPaX C 9HZOCKO-
NIYeCKMM KOHTPO/IeM (BUIEOKAIICY/IbHAS SHAOCKOINA
u/unmu MP-sHTeporpadus) n npuMeHeHNEM METORVK
6a/I/IOHHOI 9HTEPOCKOINY MO3BOJISIET CHUXKATh PUCK
OCJIOKHEHU, SKCTPEHHBIX ONepalnuil U pe3eKuil Ku-
mevyHmka [1, 13-19].

Jla>ke Ipy COBpeMEHHBIX METOAAX SHTEPOCKOIINM B Ya-
CTU C/Ty4aeB NPUIMHHBIN IOINI HEBO3MOXXHO YHAIUTD
sHpocKonmdecky. IToaTomMy mocie 9HJOCKONMYECKOTO
TaIla BBIIONHAIOT KOHTPO/IbHOE Y3V OpIOIIHOI TONOCTH.
IIpy coxpaHeHMM MHBAarMHALNY IO JAaHHBIM Y 3V n/unn
IIpU TEXHNYECKON HEBO3MOXXHOCTY SHIOCKOIMNYECKOTO
yAaneHus OPpUINHHOIO MO/INIIA CTIeyeT CBOEBPEMEHHO
MEPEXOAUTD K OPTaHOCOXPAHAOLIEMY XUPYPTUIECKOMY
BMENIATENbCTBY.

ITenp mccnegoBaHMA: OLEHUTD PE3y/NIbTAThl 3TAll-
Holl TakTuky BemeHus pereit ¢ CIIE, ocHoBaHHOM
Ha Pery/a1sipHOM 3H[JOCKOIINYeCKOM Hab/II0eHnN, CBO-
e€BpeMEeHHOJ IOMMIIKTOMUM M YeTKMUX MOKa3aHMUAX
K IepexoAy K XMPYPru4ecKoMy dTally, C aKLIEHTOM
Ha OpraHOCOXpaHEHNE.

Marepmnanbl M METOAbI
ViccnenoBaHue BBITOTTHEHO B popMaTe OHOLEHTPOBOTO
PEeTPOCIIEKTUBHOTO HAb/MI0ATe/TbHOTO UCCIEOBAHNSL.

VccnemoBaHme BBIIIOTHEHO B COOTBETCTBUM C Xe€/b-
CMHKCKOII IeK/Iapanyert. AHanmn3 IpoBORMICS Ha 06e3/u-
YEeHHBIX JAHHBIX MEAVIIVTHCKOM JOKYMEHTAI[ L.

B ananus BxmrouyeHsl 30 meTelt ¢ KIMHMUKO-9HJOCKO-
nu4YecKMMM npusHakamu cuappoma Ileiitia — Erep-
ca, HabmopaBmnxcs B OTAY «HMMUI] 3gopoBbs fereii»
Mumnsgpasa Poccun B nepuop 2016-2025 rr. (mpu Haau-
YUU — C YI€TOM paHee BBIIIOTHEHHBIX BMEIIATeIbCTB
0 JaHHBIM MeIVIMHCKUX TOKYMeHTOB 3a 2013-2026 rr.).

VlcTOYHMKaMy JaHHBIX SBSINCh MENUIVHCKME Kap-
TBI CTAI[MOHAPHOTO MaruenTa (McTopun 60Ie3HM) € IPO-
TOKOJIaMM 3HJOCKOIIMYECKUX UCCIIEJOBAHNI, Ty 4€BOIA
IVAaTrHOCTUKY, ONlepalliOHHBIMY IIPOTOKOTAMMY U 3aK/II0-
YEHNSAMU MOJIEKY/IAPHO-T€HEeTUIeCKOTO VMCC/IeJOBAHA
(mpm HamMYMNM).

O1eHMBATUCD: TIOTI, BO3PACT e60Ta CUMIITOMOB U HEp-
BOTO OOpallieH s, HaIu4yye MyKOKOXXHOJ IUIIepIINTMeH-
Tanuu (JIEHTUTO), TOKaMIM3alus U KIMHUYIECKNE TIPO-
SIBJIEHU S onuno3a (KpoBoTeyeHe/aHeMNsl, KULIeYHasI
HEIPOXONMMOCTD, MHBaTMHAIIVN), Y/C/I0 TOCIIUTATN3A-
it (B IeJIOM M II0 TOaM) U BMeIIaTeIbCTB, HaAMdle
u 06beM pe3eKInil KMIIeYHNKa B aHaMHe3e, a TaKXKe
pe3y/nbTaThl reHeTudeckoro rectuposanua STKII u ce-
MeitHbIN aHaMHe3 (Hamane CIIE y pogurerneit nmm ot-
CYTCTBVE BBIAB/ICHHON MyTallVVl y POJUTENeN IIpK Ipo-
BelEHHOM aHaJIN3e).

OCHOBHBIMU OLIEHVMBAaEMBIMI ITOKa3aTeIAMU OBLIN:
HEOOXOMMOCTDb XM PYPru4eCcKOro BMellaTe/IbCTBa, He-
00XOAMMOCTD pe3eKIMy KNIIKY, & TAKXKe JOJIsI OPraHOCo-
XPaHANIX BMEIATe/IbCTB. [I/I Xpyprideckoro sTama
OT/Ie/IbHO aHAIM3MPOBAIN CUTYAI[UM, KOTJJa SHTOCKO-
MIYeCcKOe y/asieHle MOJINIIA, BHI3bIBAIOIIETO KNIIeTHYIO
VHBAaTMHALNIO, OBIIO TEXHWMYECKI HEBO3MOYKHO (HEOCTH-
YKMMOCTD HO/TNTIA TIPY GaI/IOHHON 9HTEPOCKOIUY U/UTH
BBIPa)KEHHBIII CITAeYHBIII IIPOIIeCC).

ITox HeoOpaTMMBIMU M3MEHEHUAMY KUIIKY B pabore
MOHVIMAJIV HEeKpo3, epdOpaLnIo VI BBIPAXKEHHYIO JIIe-
MMUIO C OTCYTCTBMEM Nepy3uu M0 UHTPAOIEePALMOHHOI
OIIEHKE.

CraTucTU4ecKmil aHaIN3 HOCWJI ONVICATEIbHBIN Xapak-
tep. C yueToM He60IbIIOro 06'beMa BEIOOPKM 1 aCMMe-
TPUYHOTO pacHpefeseHns KOMudeCTBeHHbIe TOKa3aTenu
IpefCcTaBleHbl Kak MeguaHa (Me) U Me>XXKBapTUIIbHBIN
unrepsan [QL; Q3] (IQR = Q3-Ql); kareropuaapHbIe IO-
Kasarenu — Kak 1 (%).

Pesynbrarhl

B uccnegoBanme BkmodeHbl 30 malieHTOB: MaJb4li-
k1 — 19 (63,3 %), meBoukn — 11 (36,7 %). MyTanus B reHe
STK11 swisBneHa y 27 (90,0 %) mauuenTos; y 1 (3,3 %)
meTell maroreHHble BapuaHTel STKII He OOHapy>kKeHbI
Ipy Hammauy KmHEndeckux npusHakos CIIE. Y 2 (6,7 %)
MAIVIEeHTOB JJaHHBIE MOJIEKY/IAPHO-T€HEeTYeCKOTO JIC-
C/IefOBaHNsA OTCYTCTBOBaMu (Tab. 1).



Tabmuua 1.

XapakTepuctuka Koroptbl (n = 30)
Table 1.

Cohort characteristics (n = 30)

[Nokasatenb 3HayeHue

[auuneHToB, N

Manbuuku, n (%) 19 (63,3)
JNlesouxu, n (%) 11 (36,7)
STK11: MyTaums BbisBneHa, n (%) 27 (90,0)
STK11: MyTauus He BbisiBNeHa, n (%) 13,3
STKT1: HeT paHHbIX, n (%) 2(6,7)
Pogutenu: MyTaums de novo y pebeHka

(y poauteneit MyTaums He BbisiBnieHa), n (%) U5 28]
Pogutenu: MyTaums BbisBneHa, n (%) 9(30,0)
Poautenu: aHanu3 He BbINONHANCA/AaHHblE 5(16.7)

otcytcTByioT, n (%)

Cemerinblit xapakTep 3aboneBanus (Hamnune CIIE y on-
HOTO 13 popurteneli) orMedeH y 9 (30,0 %) nmanneHTOB;
y 16 (53,3 %) popuTerneit o pesynbrataM 00CIe[OBaHNUA
MyTalus He BblsBIIeHa (de novo — BapMaHT y peOeHKa).
B 5 (16,7 %) cmydaAx fjaHHBIE O T€HETIYECKOM TeCTUPO-
BAaHIU POJUTENIEN OTCYTCTBOBAJIN.

ITo maHHBIM MEAMIIMHCKOI TOKyMeHTanun y 26 (86,7 %)
HAIMEHTOB B TeYeHe HaOII0IeHUs PeTUCTPUPOBAUCH
3MM30[ bl TOHKO-TOHKOKUIIIEYHO! MHBarnHauum. Pe3ek-
LUU KUIIeYHnKa B aHamMHe3e nmenu 21 (70,0 %) pebeHOK
(Tabm. 2). Xupyprudeckne OCIOKHEHUsI B KOTOPTe peru-
CTPUPOBANNUCH C Bo3pacTa 1,5 ropa.

Bcero npoananusupoBaHo 174 MeOUIIMHCKUX TOKY-
MEHTa, COOTBETCTBYIOLIUX 155 rocnTanusayuaM ¢ ycra-
HOBJIEHHBIMM faTtaMu. B 2016-2025 rr. 3admuKcupoBaHO
132 rocnuTanmsanum; UX 91CI0 BO3PACTajIo B IIOC/IENHE
ropbl Habmopenns: 2021-11 — 17, 2022-it — 16, 2023-11 — 18,
2024-1m — 26, 2025-1m1 — 29.

PucyHok 2.

Bua 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.

OcnoHeHus, BMeLLaTeNbCTBa M rocnuTanu3aumm
Table 2.

Complications, interventions, and hospitalizations

[lokasatenb 3HauyeHue

WHBaruHaums xots 6kl pas, n (%) 26 (86,7)
JHAOCKONWYeCKWe BMeLLaTenbCeTBa, N (%) 27 (90,0)
Pe3eKuus KnLWKu XoTa Obl pas, n (%) 21(70,0)
T W
locnutanusauuu ¢ natamu, n 155
LLnnTenbHOCTb rocnuTanM3aumu, 8 (7-11)
menmaHa (IQR), cyTku

[LnnTenbHOCTb rocnMTaNU3aLUmm, 3-31

min-max, CyTKu

lepnop HabntoaeHUs No JOKYMeHTaM 18.12.2013-03.02.2026

BoNbIIMHCTBO TOCIMTANIU3ALMIT OBIIM I1ITAHOBBIMU
U IPOBOJM/INCH TTIaBHBIM 00Pa3oM /Il 9HOCKOMMYe-
CKOTO KOHTPOJIS ¥ IIOJIUIIOKTOMMY, BKITI04ast 6a//IOHHYIO
sHTepockonumw. IIpy guarHocTuke Kuie4yHoO! MHBAarnHa-
LM I TEXHUYECKOV HEBO3MOXXHOCTY SHIOCKOIIMYECKOTO
YAa/IeHM A TI0/IUIIA, BbI3bIBAIOIIErO KMIIEYHYIO MHBArMHA-
LIVIO, BBIIIOJIHA/IV XVMPYPTUYECKUIL STAIT; IIPY 3STOM IIPUO-
PUTET OTAABAJICA OPTaHOCOXPAHAIOLIMM BMEIIATEIbCTBAM
(mesMHBarMHaNUNA, SHTepOTOMMA (pUC. 2) C yAalIeHNeM
MIOJIUIIOB) ¢ MAaKCMMaJIbHO BO3MOXKHBIM OTKa30M OT pe-
3eKIIUV KUIIKMA.

B pamkax 18 rociuTanmsanuit y 13 manmueHTOB C TOH-
KOKMIIIEYHOV MHBAarNHauyel IPUMEHA/Iach 3TallHas TaK-
THUKA C BBITIOJTHEHMEM SHAOCKONMYECKOTO BMEIIATe/TbCTBA
Kak nepsoro mara. OgHako B 14 snusopax (11 maryeHToB)
SHJOCKOIMYECKMIA 9Tl HE ITO3BO/INII YCTPAHUTD IIPUYMH-
HBIIT PaKTOP OCTOXKHEHM S, YTO OTPebOBaIO Mmepexona
K XMPyPru4ecKoMy nedennio. B 12 snmsogax moxkasanuem
K OIlepaluy CIy>KMJIa TeXHUYIeCKasd HeJOCTVKMMOCTD
IIPUYMHHOIO IOJINIIA 11 SHJOCKOIMYECKOIO YaJIeHN;
B OCTAJIbHBIX Cy4YasAX — COXPAHAIOWAACA KIMHUYIECKN
3Ha4YMMas MHBAaTrMHaNuA. XMPyPrudeckKnii 3Tam BBIION-
HSAJICA C OPTaHOCOXPAHARINM IPUOPUTETOM.

O6c¢cyxpaenne
IlonydeHHble [aHHBIE TOATBEPXKAAIOT, YTO [IA [eET-
ckoro xupypra CIIE mpencraBisier ocobyio mpobrmemy
BCIEeOCTBUE BBICOKOI BEPOATHOCTU IIOBTOPHBIX BMEIIA-
TENbCTB C HPOrPecCUpYIOINM yBeandeHneM obbema
XMPYPIUYECKOTO JIEYEHNS M PUCKOM YTpPaThl QYHKIIV-
OHAJIBHO 3HAYMMOIL OJIVMHBbI KNIIKW. HPI/I 9TOM MMEHHO
OC/IO)KHEHUSI CO CTOPOHBI TOHKOM KMINKY (MHBarmHa-
LMY, 3MM30Abl HEIPOXOAUMOCTM) (HOPMUPYIOT OCHOB-
HOi BK/TIaJl B S9KCTPEHHYI0 XUPYPIUIECKYI0 aKTMBHOCTD
B JIETCKOM Bo3pacte [12, 15, 20].

KimroueBbIM Hampas/ieHNeM MPOPIIAKTUKY SKCTPEH-
HBbIX onepaul/[i[ ABIACTCA IIJIAHOBOE BBIABJICHIIE U1 y;[a—
JIEHE KJIMHUYECKM 3HAYMMBIX OJIMIIOB TOHKOM KMUIIIKI.



IepemoBas crates/Editorial

Pyxosopctsa ESGE, ESPGHAN/EHTG u gpyrue Mexny-
HapOJHbIe PEKOMEHALMM ITPEeJIaTaloT OPMEHTUPOBATHCS
Ha pasMep IIOIUIIOB V/VM/IV CUMITOMATHKY IIPU OIIpeierne-
HUM TTOKA3aHWI K Y/ja/IeHNIO U IIOAYePKIBAIOT HEOOXO Y-
MOCTb JI/IUTEIBHOTO AMHAMUYIECKOro Habmomenns [13-18].

bajytoHHas1 3HTEPOCKOMNSI C MHOTOOYaroBOJ MOMMUITIK-
TOMMeEN ABIAETCA KITIOYeBBIM MHCTPYMEHTOM 3TAIIHOM
TaKTUKU. IPPeKTUBHOCTD U 6€30MaCHOCTD ABOIIHOI-
6a/IOHHOIT / 6A/IOH-aCCUCTUPOBAHHON 9HTEPOCKOIINN
y mauuentos ¢ CIIE onucaHbl B cepusix HaOIIOAeHMI
¥ IOZITBEPIXKAEHBI CUCTEMATIYeCKMMI 0030paMu, IeMOH-
CTPUPYOIIMMM CHUKEHJE YaCTOThI OIepPaINil K pe3eK-
LMV IIPY SHAOCKOIIMYECKOM KOHTPOJIE IIO/INIIOB TOHKOI
Kumku [19-24].

B Hawteit cepuy, HeCMOTPsI Ha BBIIIOJTHEHE S9HJOCKOII-
YEeCKOTO0 9Tala KaK IIepBOro mara, B 14 u3 18 rocnuranmsa-
WA, T7e TPeSIIPUHUMAIACD ITONBITKA SHTOCKOIYECKOTO
yCTpaHeH) s HPMYMHBI MTHBaTMHAIINY, TOTPeboBasICs He-
pexop K XMPYpPrudeckoMy JedeHNIo, 9TO IIOf4epPKIBaeT
K/IMHNYECKYI0 3HAYMMOCTb KOHTPO/IBHOTO Y 3-MCCTeno-
BaHWA Y YeTKUX KPUTEPUEB ICKaIal UM TAKTUKIL.

Bapna6enbHOCTD KIMHIYECKOTO TEYeHUS U CTPYKTY PhI
OC/IOKHEHMIT, ONMICAHHAA B PA3/IIYHBIX MO Y/IAIVOHHBIX
KOTOPTaXx, [OIIOTHUTETHHO 0OOCHOBBIBAET HEOOXOI M-
MOCTb IIeHTPA/IN30BaHHOTO BefleHUs U MHAVBU/yalN-
3auuy Habmogenns [25].

OtpenpHOrO 06Cy>XAeHNs TpebyeT IPyIia MalMeHTOB
¢ xmmandecky TnnnvyebM CIIE npy oTcyTCTBMM BBIAB-
neHHol mytauuu B rene STK11. VI3BecTHO, 4TO MHOTAA
METOJI CEKBEHIPOBAHMIS1 He BBIABIIAET KPYIIHbIE eier/
AYIIMKALUU Y HEKOTOPble BAPMAHTHI B PEry/IATOPHBIX
0071acTAX; I09TOMY B TAKUX CUTYALUAX PEKOMEHIYeTCs
paciiMpeHue TeHeTUIeCKOTO MoKcKa (BK/Io4Yast aHaInu3
KOIMITHOCTYU) U IePECMOTP METOLUKM TECTUPOBAHU S
[8-10].

Takum 06pas3om, npeIoKeHHast dTAllHAsL TAKTUKA —
perynspHoe Hab/mofieH1e, CBOeBpeMeHHas 9H/JOCKOIIN-
YecKas MOMUISKTOMUS U CEeNeKTUBHBIN Mepexop K XU-
PYPIMYEeCKOMY 3TaIly IpU HEZOCTVMKMMOCTY HOJINUIIA,
BBI3BIBAIOIIETO KMIIEYHYI0 NHBAIMHALINIO, — ITO3BOJLAET
peann3oBaTh NPUHIUI OPTAHOCOXPAHEHU S M MUHUMMU-
3MPOBaTb PUCK NMOBTOPHBIX pe3eK1nii. [laHHbIN MOAXON,
COOTBETCTBYeT KIMHIYECKM PEKOMEeHAALMAM, OPUEHTH-
POBaHHBIM Ha HAO/MIOf[eHe B TPETUYHBIX [[EHTPaX C BO3-
MOYXHOCTBIO BBITIO/THEHNSI METOAVK OA/JIOHHOI 9HTEPO-
CKOIINMM ¥ MYIBTUANCINIUIVHAPHOTO KOHTporA [1, 13-19].
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3aknro4eHne

Cunppowm Iletitia — Erepca sBisieTcs TsiKenoit Xupyp-
TMYEeCKO IIaTO/NOTMell, KoTopas TpebyeT MYIbTHUIVC-
UMIUVIMHAPHOTO ToAXofa. B pesynbraTe HaKOIIJIEHHOTO
OIIBITA MBI CUMTAEM, YTO HAOIIOfleHNe JleTell C JaHHBIM
3abojIeBaHMeM CIefyeT Ha4MHAaTh C MOMEHTA II€PBBIX I10-
TNO3PEHMII Ha HalW4dyMe CMHAPOMA WMINM IPY OTATOILIEH-
HOM ceMelfHOM aHaMHe3e. [lo HalleMy MHeHMIO, TaHHAA
TaKTUKA CYUTAETCS NMPAKTUUeCKM 0OOCHOBAHHOI (Iep-
Bble XMPYpPIU4ecKNe OCTOKHEHMSA BCTPEYANNCh B BO3-
pacte 1,5 rofma) U OTAMYAETCs OT €BPOIEVCKMUX Taiif-
JIaliHOB, KOTOPbIe PeKOMEHAYIOT Pery/IsipHO HaOIIONATD
nereti ¢ CIIE c 8 ner.

JIviarHOCTIMYeCKuIt 1 Te4eOHBII a/ITOPUTM AOKEH ObITh
MHOTO9TAaIIHbIM U BK/IIOYaTh YIbTPa3ByKOBOE MCCIENO-
BaHIe TP KaXJOM 0OpallieHNH, 9HAOCKOINYECKYI0 BY-
3yanu3aluio 1 yAajaeHne JOCTYIIHBIX ITOINIIOB, a TaKXKe
obs13aTennbHOE KOHTPOIbHOE Y3V mocrie BbITOTHEH NS
3HJIOCKONIMYECKOTO BMEIIATEeIbCTBA. YIbTPa3BYKOBOE
MCCIIefOBaHMe KPUTUYECKH BaXKHO [/ BBIABIEHUA CO-
XpaHAMILENCA VIV BHOBb pa3BUBILENCSA MHBAaTVHALNN,
B OT/le/IaX KMUILIKY, KOTOpbIe He ObIIN B IIOJTHOI Mepe Oc-
MOTPEHBI IIPY SHTEPOCKOIN.

Bupeokancynbayo sHpockonuo u/un MP-sHreporpa-
¢uo 1enecoobpas3Ho BBIIONHATD C MHTEpBaIoM 1-3 roga
B 3aBUCUMOCTH OT (PeHOTUIIA; 60o/ee YacThIil KOHTPOJIb
(B TOM 4MCIIe €XKeTOMHbIN) OIpaB/laH y MAIlIeHTOB BbI-
COKOTO pMCKa (aHaMHe3 NHBAarMHALINIT, MHO)KeCTBEHHBIe
1/VIn KpyIIHBIE ITOJINIIBL, KJIMHIMYeCKYe IIPOsAB/IeHM I I10-
naumnosa) [1, 13-19].

OHIOCKONMYECKUIT 9TAIl HO/KEH IpeJuIecTBOBATh
XUPYPIrU4eCKOMY BMeEIIATe/IbCTBY. XMPYpPIus MOKa3aHa
TOJIDKO NIPY MCYEPIaHUM BO3SMOXXHOCTE 9HTOCKOINH,
B YaCTHOCTM NPV COXPaHALIENICA MHBaTMHALNY, TIO%-
TBEepXK[eHHO KOHTponbHbIM Y 3M mocie sHpocKonny,
a IIpy HeOOXOAVMMOCTY OIIEPATVBHOTO JIeUeHUsI C/IeAyeT
OT[aBaTh IPUOPUTET OPTAHOCOXPAHAIOMM BMeEIIATE b~
CTBaM — SHTEPOTOMMM C IIOJINIISKTOMMeEN 6e3 pe3eKIn
KMIIEYHBIX CErMEHTOB. DTO I03BOJIAET HIPOMUIAKTIPO-
BaTb Pa3BUTHNE CMHIPOMa KOPOTKOM KMIIKM M €ro OC-
JIOKHEHUI, 0COOEHHO Y MALMEHTOB C yXKe MMEIOLIIMCS
B aHAMHe3€ XMPYPIUIECKUM JIeYeHUEM.
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OPUTMHANBHBIE UCCJIEAOBAHUA

MoTHBAaLIMIOHHOE VIHTEPBBIO KaK CPENCTBO
IICUXOIOTMYECKOM IIOMOII POOUTENAM JIETEN
C OIPAHNYEHHBIMU BO3SMOXHOCTAMU 340POBbA

E.C. Tuxonosa', ¥. B. bpurkosa"?

' 04Y BO «[paBocnaBHbIit CBATO-TMXOHOBCKMIA ryMaHUTapHbIN yHUBEpCUTET» (Y. HoBOKY3HelKas, a. 236, . MockBa, 115184, Poccus)
2 llenTp netckon ncuxonesponorum 'bY3 MO «<HUKW netctea MunsapaBa Mockoeckoii obnactu» (yn. Meana Cycanuna, A. 1, r. Mo-

CKBa, 127486, Poccus)

Pesiome

B nocnepHee BpeMs npobnema NCUXONOrMYECKON MOMOLLM
CeMbe, BOCMUTLIBAIOLLEN pebeHKa ¢ OrpaHUYeHHbIMU BO3MOX-
HocTaMu 3p0poBba (0B3) wu/vnu wHBanupHocTblo, npuobpe-
TaeT ocobylo akTyanbHocTb. OwyuiaeTca aeduunT COBpEMEH-
HbIX 3QEKTUBHBIX CPeACTB GOPMUPOBAHMSA MONIOKMUTENbHBIX
MOTWBALMOHHBLIX YCTAHOBOK pOAMTENel Ha KOPPEKLMOHHO-
pa3BuBaloLLyto paboTy ¢ pebeHKoM.

Lienb uccnepoBaHus: BbiIIBNIEHNE MOTUBALIMOHHBIX YCTAHOBOK
1 OLLeHKa BO3MOXKHOCTY UX KOPPeKLMK y poauTeneii feteii c 0B3
W/MNKM MHBANMIHOCTbIO Ha FOTOBHOCTb 0becneyeHus peabunm-
Tauuv B AOMALLUHUX YCIOBUAX ANS NOCnenyioLien pa3paboTku
W peanusauum npodUNbHLIMU CNeLuanMcTaMm HenpepbiBHOM
nepcoHMGULMPOBaHHON peabunnTaLMoHHON NPOrpaMMbl.
Matepuanel u MeToabl. MiccnepgoBaHue npoxoauno Ha base
UeHTpa petckoii ncuxoHneBponorun (F6Y3 MO «HUKW pet-
cTBa MuH3ppaBa MockoBcKoii 06nactu»). C nionsa no nexkabdpob
2025 r. bbino obcnepoBaHo 62 yenoBeKa (poauTenu Aeten
¢ 0B3 n/unu nHBanuaHocTbl0 B Bo3pacTe oT 7 go 13 net, Ha-
XOAALMXCA Ha CTaLMOHapHOM neveHun B LleHTpe peTcrow
ncuxoHeBposorum). OCHOBHBIMM MeToAaMW NepBOro 3Tana uc-
cNenoBaHua bblnv HabnofeHne U aHKeTUpoBaHUe. Ha BTopoM

3Tane Mbl UCMOJIb30BaM HabNoOAeHUe U TEXHONIOMMI0 MOTUBA-
LLMOHHOr0 UHTEPBbIO.

Pesynbratbl. [lpoBefeHHOe UccnenoBaHMe MPOLEMOHCTPUPO-
BaNo0 HWU3KWUIA YPOBEHb MOTMUBALMOHHBLIX YCTAHOBOK 3aKOHHBbIX
npeacTaBuTeNied Ha KOpPEeKUMOHHO-pPa3BMBaloOLLYl0 paboTy
¢ aeTbMu ¢ 0B3 /Mnu MHBaNMLHOCTLIO B YCNIOBUAX [OMALLHEV
peabunuTaumMm 1 BO3MOMXHOCTM (GOPMUPOBAHMSA MONOMKMUTENb-
HOW MOTUBALMK CPEACTBAMU MOTMBALIMOHHOTO UHTEPBbIO.
3aknoueHue. HU3KMIN ypoBeHb MOTUBALIMOHHBIX YCTAHOBOK 3a-
KOHHbIX NpeAcTaBuUTeNei Ha paboty ¢ netbMu ¢ 0B3 HensbexHo
CKa3blBaeTCA Ha KayecTBe KOpPEeKLUMOHHO-Pa3BMBaloLLEl U pe-
abunutaumnoHHoW paboTbl. 3aKOHHbIE MpeACTaBUTENN HYXKAa-
loTcst B NPoeCcCMOHaNbHON NCUXONOrMYECKON NOMOLLM CO CTO-
POHbI CMELMANUCTOB, HaNpaB/ieHHON Ha (OPMUPOBAHUE Y HUX
MONOKUTENBbHOM MOTMBALMM K paboTe ¢ feTbMU. MOTMBALIMOH-
HOE MHTEPBbI0 MOXHO paccMaTpMBaTh KaK 3QdeKTUBHOE cpefi-
CTBO MCMXO/IOrMYECKO/A MOMOLLM 3aKOHHBIM MpeACcTaBUTENAM
peteit ¢ 0B3 u/unu uHBanUOHOCTLIO, MO3BOJIAIOLLEE HAXOAUTb
BHYTPEHHMUE Pecypchl, CHUXKATb CTPECC W BbICTPauBaTh 3P deK-
TUBHble CTPATernn KOPPEKLMOHHO-pa3BUBatoLLEeN 1 peabunuta-
LIMOHHOM paboTbl.

KnioueBbie cnoBa: aetu ¢ 0B3, ncuxonormyeckas noMoLlb, MOTMBALMOHHOE MHTEPBbIO, MOTUBAUWOHHbIE YCTAaHOBKMN,
KOPPeKUNOHHO-pa3BuMBaloLLlan pa60Ta, pea6vmmau,m| B AOMaLLHUX YC/I0BUAX

Ina uutuposanms: TuxoHosa E. C., bputkoBa Y. B. MoTuBaLMOHHOE MHTEPBbIO KaK CPeACTBO NCMXOSIOMMYECKOH NOMOLLM
poaMTENAM AeTel C OrpaHUYeHHLIMU BO3MOXKHOCTAMMU 30,0p0Bbs. Apxus neduampuu u demckoll xupypeuu. 2025;3(4):10-16.

doi: 10.66825/2949-4664-apps-3-4-10-16
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Motivational interview as a tool of psychological
support for parents raising children with disabilities

Elena S. Tikhonova!, Ulyana V. Britkova®2

' Saint Tikhon's Orthodox University for the Humanities (23B, Novokuznetskaya str., Moscow, 115184, Russia)
2 Center for Child Psychoneurology of the Research Institute of Childhood (1, Ivan 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 HCUXOMOTMYECKON MMOMOILIM CeMbe, B KOTO-
poit pacTteT pebeHOK C OrpaHMYEHHBIMU BO3MOXKHOCTSI-
My 3gopoBbs (OB3) u/mnm MHBaIMEHOCTHIO, MPOYHO
yAEpXKUBaeTcsi B pAAy Hambojiee 3HAYMMBIX COLMAsIb-
HBIX ¥ [ICUXOJ/IOTO-TIearOrNYeCcKNX IpobaeM Ha MPOTH-
>KeHMJ MHOTUX JIeT. barorBopHoe B1MsAHMEe CeMeTHOTO
OKpY>XXeHNs Ha 60/IBHOTO pebeHKa, a TaK>Ke Ba>KHOCTb
COMENICTBMA CeMbM Bpady U IIefarory oTMedaan BbIha-
ommeca KIMHNLUCTH U yuensle XIX B. B. M. Bexrepes,
Bc.Il. Kamenko, W.B.Mansapesckuit, 0.A. ®nopen-
ckas u zp. [1].

B Hamm jHU ipo6/ieMa ICUXOIOTMYeCKOI IIOMOIIH Ce-
Mbe pebeHKa ¢ HapyIIeHUAMY PasBUTIS HAXOAUT OTpaxke-
HJI€ B MHOTOYMC/IEHHBIX TeOPETNKO-METOOMOTMYECKIX
U IPAKTUKO-OPMEHTMPOBAHHBIX UCC/IEJOBAHNAX [2, 3, 4].

CeMbs paccMaTpyBaeTCs Kak CyObeKT KOPPEKIIMIOHHO-
MelarOrn4ecKoM AeATeTbHOCTY, KOTOPBII BO MHOTOM
omnpepensietT 3¢GPeKTUBHOCTD MPOLECCOB ajallTAL[,
COLManM3anuy, peabuInTaluy 1 NHTErpauuy pedbeHkKa
¢ 0cO6eHHOCTAMM pa3BuUTHsI U MHBaMUAHOCTHIO [5]. Co-
BpeMeHHBbIe ITPaKTU4YeCKIe MMOAXO0Abl OPVEHTUPOBAHBI

Ha BOBJIeYEHNE POJUTEIell B polecc 00ydeHms, BOC-
nutaHus u passutus gereit ¢ OB3. bonbinoe BHMMaHMe
yhenseTcs paspaboTKe TeXHOIOr Uit GpopMupoBaHUs COO-
CTBEHHBIX PeCypCOB U MTHMIIVATUBLI CAMMX pORMTeIel [1].

BmecTe ¢ TeM B YC/TOBUAX CTAHOB/IEHN A MHKITIO3MIBHOTO
mpoiiecca B 00pa3oBaHMM OPraHM3aLMOHHBIE I METO-
IDUYecKue acIeKThl ICUXOIOT0-Iefarorniecko, Meu-
LIMHCKO U COI[MaJIbHOI IIOMOII ceMbe ¢ meTbMmu ¢ OB3
Y MHBA/IU/JHOCTBIO TPeOYIOT IepeOCMBICTICHUS U [Ja/lb-
HeJIIIero n3y4eHns [6].

B panHeM M [OLUIKO/IBHOM BO3pacTe OGHOI U3 3a[a4
KOPPeKI[MOHHO-pa3BuBarolieil paborsl ¢ gerbMu ¢ OB3
ABJISIETCA TTOC/IEOBATe/IbBHOE OCBOGHNE VMU HoTIee CoBep-
HIeHHBIX (OPM TIO3HABATEIbHOI IesATeTbHOCTI, OB/Iafle-
HJ€e CaMOCTOSTEIbHOCTBIO ¥ COL[MATIbHBIM ITOBEJJeHIEM,
[IOCTEeTIeHHOE pacIlMpeHye COLMaNIbHOTO OIBITa 1 00e-
CriedeHe pasHo00pasnsi COLMAaNIbHOTO B3aXMOIECTBIUS
C OKPY>KAIOIVIMU JTIOAbMH [7].

PoxxpeHne pebeHKa C 0COOEHHOCTSIMI Pa3BUTHSI KapHy-
HaJIbHO MeHseT IPUBBIYHBIN YK/IaJ] CeMbl, lepecTpanBpa-
eT CICTeMY OTHOIIEHMIT ¥ OKa3bIBaeT HEIIOCPEICTBEHHO.
B/IMSIHME Ha IICUXOJIOTMYECKOe COCTOSIHME PORUTEIEN.

11
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B 601pIIMHCTBE CITy4aeB OHM CTa/IKMBAIOTCA C TPYAHO-
CTAMU B NIPUHATUN CUTYalUM POKeHNA OOIBHOTO pe-
OeHKa, UCTIBITBIBAIOT BBICOKNII YPOBEHb CTpecca ¥ 4acTo
HEJJOOL[EHMBAIOT CBOY BO3MOXXHOCTMU B POJIM PONUTENS.
[17151 MHOTUX 13 HUX IaKe YCTAHOBJIEHNE SMOIVIOHA/IbHO-
rO KOHTAKTa ! 97IeMeHTapHbIe CIIOCOOBI OOILEHNU S C MaJTbI-
IIOM CTaHOBSITCSI IPOO/IEMATUIHBIMIY, TAK KaK POSUTENN
He BUMAT 0XKMaeMOTr0 OTK/INKA CO CTOPOHBI pebeHKa.
CeMeltHOe BOCIIMTaHNE — 3TO CPefia, B KOTOPOIt Y pebeHKa
3aKJIa[[bIBAeTCs OTHOLIEHME K OKpY>KaloleMy Mupy, pop-
MUPYIOTCS 3HaYMMBbIe COLIMATbHbIE HABBIKY, OOIeCTBEH-
HOe ITOBeJIeHNe, CAMOCTOSTe/IbHOCTb, KOMMYHVKAaT/BHBIE
CII0CcOOBI B3aMMOZeIICTBYS C TIoAbMU [8]. AKTMBHOe y4a-
CTMe popuTenell TpaHCPOpMUpyeT peabuInTalOHHBII
HpoIlecC 13 MacCCMBHOTO HAOMIOEHNS B aKTUBHOE CO-
BMeCTHOE TBOPYECTBO, Beflylljee K 3HAUNTE/IbHBIM YIyd-
IIEHVSIM B )XKU3HU pebenka [9].

Ha sTom srame 3afaun crienuannucra, K KOTOpomy o6-

paTuIach CeMbs:

o BBICTPOUTD JOBEPUTENbHBIE OTHOLIEHU S C Ka>KbIM
13 ee WIEHOB, IPMHMMAIINX yYacTue B BOCIINTA-
HUY peOeHKa;

o CHU3KTb IMOLMOHAJIbPHOE HAIIPsKEHNe;

* OKas3aTb IOAIEPXKKY;

e JIaTb MaKCMMAJIbHO IIOJIHYI0 MH(POPMAIMIO O BUJAX
KOPPEeKLMOHHO-TIeJaTOTUYeCKOIl IOMOIIY, COBpe-
MEHHBIX pPe3y/IbTaTUBHBIX IIeJaTOTMYeCKUX MeTO-
[ax ¥ mpreMax o0ydeHus, TEXHMYECKUX CPefCcTBaX
U IUJAKTUYecKux mocobmsax [10].

be3ycmoBHO, Ha Ka>k/IOM 13 BO3PACTHBIX 3TAIlOB pa3-

Butus peberka ¢ OB3 n/mau MHBaTMIHOCTHIO POSUTEN
HY>X/JJAI0TCSA B IPO(eCCHOHATBHOI IICUXOTOIMYeCKOl 110-
Moy 1 Topgepxke. OTCYTCTBYE TAKOTO COIPOBOXKAEHN
HNPUBOAKT KaK K IMYHOCTHBIM JlepOpMaLIMsIM PORUTENIEN,
TaK ¥ K ICMXOJIOTMYECKOIT TpaBMaTn3annn pebeHka, Gpop-
MUPOBAHIIO Y HETO HETaTVBHBIX YepT IMYIHOCTH [3].

ITenplo Hallero MCClefOBaHUS SBUIOCH BbISIBIEHNE

MOTVBAIIIOHHBIX YCTAHOBOK I OLleHKAa BO3MOXXHOCTM
UX Koppekuumu y pogureneit geteit ¢ OB3 u/unu nnsa-
NMIHOCTBIO Ha TOTOBHOCTD 00eCIiedeH sl peabyInTaum
B IOMAIIHUX YCTOBMSX J/IS HOCIERYIOIIell pa3paboTKu
U peanusanuy NpoQUIbHBIMY CIELVaTUCTaMy Helpe-
PBIBHOII IIepCOHMUDUIMPOBAHHON peabuINTaLMOHHO
HPOrpaMMBl.

Marepuanbl 1 METOJbI
[Tox MOTMBAIMOHHBIMU YCTAaHOBKAMM MbI IIOHMMAaeM
DIyOUHHBIE YOEXIeHNs, LIEeHHOCTY U BHYTpPEeHHMe MOOY-
XKJIeH!sA, KOTOpble OIpeNeNAoT OTHOLIEHNE pPORMTeNIel
K AMarHo3y pebeHKa, a TaK)Ke POJUTENbCKIE OXKUIAHIA,
TOTOBHOCTDb IPMHVIMATb IIOMOIIb, CTPATETMV BOCIIUTAHNS,
BIMSIIONIVE Ha aJallTAlIMIO U MHTerpanuio cembn (1, 11].
MeTon MOTHBAIIIOHHOTO MHTEPBbIO, pa3pabOTaHHBII
Y. P. Munnepom u C. Ponnaukom B Hayane 90-x rr. XX B.,
ABJISAETCA OHMM M3 OKa3aTe/bHbIX METOJOB TepaInyn
3aBrcuMocTeil. CerogHsA OH HaXOAWT IIPUMEHEHNe B pa3-
JIMYHBIX 00/1aCTAX, B TOM 4KciIe B chepe 06pa3oBaHm,

IICUXOJIOTUM U MeSUIVHBL. MeTof MOTMBaLlIOHHOTO VH-
TE€pBbIO MHOT/Ia HAa3bIBAIOT MOTMBAIIMIOHHBIM KOHCYIb-
tupoBaHueM [12]. OgHako peub UAET MMEHHO 00 WH-
TepPBBIOMPOBAHNI PECIIOH[EHTA, TO €CTb OOHAPY KEeHUIL,

IPOAB/ICHNN U CO3TaHNUM YCIOBUIT It GOPMMUPOBAHNA

ero COOCTBEHHBIX Ije/iell, CMBIC/IOB ¥ BO3MOXXHOCTeII

II151 USMEHEHUIA.

KonnenryanbHas uesa MOTHBAaLlMOHHOTO MHTEPBBIO
3aKJII0YaeTCsl B OTKa3e OT MOMBITOK IepeyOeuTh Yemo-
BeKa ¥ B COMIE/ICTBUY B HAXOXX/IEHNY COOCTBEHHBIX ap-
TYMEHTOB Ji/Is1 IIepeMeH. ITO MeeT OTPOMHOe 3HaueHle
11 GOpMUPOBAHYSA IIPOYHON MOTUBAIVIOHHOI 6a3bl
JULS1 pellleHNs1 KOHKPETHBIX TPo6/1ieM, 0COOEHHO TeX, KOTO-
pble TPeOYIOT YCTOIYMBOIL V1 IIPOIOHTPOBAHHOI MOTHBA-
yun. Knro4eBpIM IOHATIEM METOOVKY MOTUBAL[MIOHHOTO
VMHTEPBBIO ABJIAETCSA MOHATHE «M3MEHEHME TIOBENECHN A,
KOTOpPO€ CTAHOBUTCA LI€/IbI0 VIV NMTO3UTUBHBIM OXIJae-
MBIM pe3y/IbTaTOM €ro IpuMeHeHns [12, 13].

MoTMBaiMOHHOE MHTEPBbIO IPEJIIONaraeT B3auMo-
JeliCTBYE Ha OCHOBE [IMaJIora, KOTOpOe laeT BO3MOX-
HOCTb Ye/I0BEKY CAMOCTOSTE/IbHO OCO3HATh HEOOXO-
BVIMOCTD M3MeHeHUIT ¥ CGOPMUPOBATh BHYTPEHHIOIO
MOTMBALMNIO K AelicTBuoo. ClennanaucT 3ajgaeT BOIpo-
CBI, IIOMOTA0IIVe PECIIOH/IEHTY IOHATb CBOY JKM3HEH-
Hble LIeN, IEHHOCTY U MOTEHIMaIbHble IPENATCTBUA
Ha IIyTU K UX JOCTVIKEHNIO. B MOTMBaIjMOHHOM MHTEP-
BBIO CIIELIMAZINCT OPMEHTUPYET KIMEHTa Ha OCO3HaHMe
MIOJIOKUTETbHBIX YCTAHOBOK C MOCTENYIOI MM IIJTAHUPO-
BaHMEM M3MEHEHMUIA.

OCHOBHBIMY KOMIIOHEHTaM¥ MOTVBAIIIOHHOTO MHTEP-
BbIO AIBJIAIOTCS:

1. 3HaHME O MOTMBALIIOHHOM MHTEPBbIO;

2. BoB/IeUeHMe (CO3[aHMe [OBEPUTEIbHON aTMocdeps
/I COTPYGHMYECTBA M OCO3HAHMA Ba>KHOCTU M3Me-
HEHUIN);

3. poxycupoBaHme (COCpefjOTOYEHME Ha IIOTIOKUTENb-
HOM OIIBITe, HA KOHKPETHO 00/1aCTy MI3MEHEHMIT);

4. no6yxpenne (IIOMOIIb B IONCKEe peLIeHMIT, B yKpe-
IUIEHUY BHYTPeHHell MOTUBALVV POLIUTENIA);

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

6. nHTerpauns (perynspHoe OTCIeXNMBaHNE OOpaTHOIN
cBsa3m) [12, 14, 15].

IIpu nmpoBefeHNN MOTUBALIMIOHHOTO MHTEPBBIO C PO-
BUTENsIMU, BOCIUTHIBaIuMu pebenka ¢ OB3 u/mnn
VHBAIMIHOCTBIO, Mbl pyKOBOACTBYEMCS CE[YIOMINMI
NPUHIMIIAMMA.

1. Conmporusinenne «pedekcy UCIpaBIeHNsI», YTO IIPef-
rojlaraeT OTKa3 CIELMaaNCTa OT TOTOBBIX PeLIeHUIT
I/Is pofuTens pebeHKa, faske eC/Iy CIeIMaTnuCT BUUT
CyTb IPOOJIEMBL.

2. [lonnMaHue MOTUBOB POLUTENs pebeHKa, YTO 3aTPy/-
HUTE/NIbHO 0e3 HallpaBIeHHOCTU CIIeMaINCTa Ha IOo-
HUMaHue epeXXNBaHMIl, IEHHOCTEN U YCTAHOBOK PO-
ANTeNIs1/3aKOHHOTO MIPECTaBUTENS pebeHKa.

3. AKTMBHOE ClyllIaH/e, HApaBJI€HHOE Ha IOHVMaHIe
9MOLMII M YyBCTB POUTE/NsI peOeHKa, M II03BOISIoLIee
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AHKETA 1. «<O6paTHas cBA3b OT 3aKOHHBIX NIPeICTABUTEIIEN IeTell
¢ OB3 u/unm mHBaANTHOCTHIO»

1. [Inanupyete nu BbI BHINONHATD PEeKOMEHIAINN
CIIEIIMATCTOB?

a) fa, ITAHUPYIO;

6) ma, IIaHKUPYIO, HO IO Mepe BO3MOXKHOCTEIT;

B) HET, He I/IAHUPYIO.

2. IToHATHBI T BaM peKOMEH/JAI UV CIEeIMaTICTOB?

a) /1, IOJTHOCTHIO ITOHSITHBHI;

6) ma, MOHATHBI B OOLINX YepTax;

B) HET, HE TIOHATHBI.

3. Cunraere /11 Bbl peKOMEHAINY CIIEIIVa/IVICTOB JI0-
CTYIIHBIMU 15 Bac?

a) I, IOTHOCTBIO TOCTYITHBI;

6) ZOCTYIIHBI YaCTUIHO;

B) IIPEVIMYLIECTBEHHO He JOCTYIIHBL

4. By#yT mu BOUCBIBATbCS TpeJIOKeHHbIe PeKOMeH-
JaLMM CIIeIa/IICTOB B peXXMUM pebeHKa?

a) f1a;

6) 6yyT BIMCBIBAThCS YaCTUIHO;

B) HeT.

5. ByayT nu cOOTBETCTBOBATD >KVM/IMIHBIM YC/IOBUSM
pebeHKa Npeo>KeHHbIe peKOMEHA MY CIIel|a -
CTOB?

a) 1a, 6y yT IOTHOCTHIO COOTBETCTBOBATD;

6) 6yyT COOTBETCTBOBATb YaCTUYIHO;

B) HET, He OYAYT COOTBETCTBOBATH.

6. BymyT 1 cOOTBETCTBOBATH BallleMy BHYTPEHHEMY
pecypcy IpefoXKeHHble peKOMEH AL CIIeIVIaTIICTOB?

Ne n/m Bup, 3aHaTui

1-10

a) ia, 6Y/[yT IIOTHOCTBIO COOTBETCTBOBATD;

6) 6yayT COOTBETCTBOBATDb YaCTUIHO;

B) HET, He OYAYT COOTBETCTBOBATb.

7. EcTb 111 y Bac BO3MO>XHOCTD J€/IerMPOBaTh BBIIOJ-
HeHle peKOMEeHJalNil CIIeI[aICTOB:

a) 6IM3KUM;

0) IpUIIAIIeHHBIM CIeIMaNTNCTaM;

B) BBIIIOJIHATD BMECTe C IIOMOIIHMKAMMY VIV YIeHaMM
CeMbli;

T) HEeT, TAaKOJl BO3MO>KHOCTH HET;

n) jpyroe

8. B mpocToit popme onummTe Kakue perynisipHble
IeICTBUA U peKOMEHMALNY, TIONy4YeHHbIe OT CIIeI-
aNMCTOB MEAVIIIMHCKOI peabuInTaIuy, KOTOpble BbI
IJIaHMpPYeTe BBIIIOMTHATD:

a) B IIepBYIO O4Yepefb:

0) B OmyoKaitiiee BpeMs::

B) BBITIOJTHATD He IVTAHUPYIO: __

9. B 06mux yeprax onummnTe, KaKyue BUbI yIPaK-
HEHMIT I KOPPEKIVIOHHBIX MEPONIPUATUIL YKe BBIIIOI-
HAIOTCA?

10. Kakuie BU/BI yIIpaXKHEHNIT I KOPPEKIIMOHHBIX 3a-
HSITUII BBl IUTAHUPYETe BBITIOIHATD C YYETOM peXMMa
nHs pebenka? Bam mpenmaraeTcs COCTaBUTH IIAH 3a-
HATNIT (3aIIOMTHNUTE TAaOMNIy HYDKeE):

B kakoe BpeMA AHA U C KaKoW aKTMBHOCTbH) COYETAOTCSA BbINOHAEMbIE pEKOMEH}J,aLIMVI?

AHKETA 2. <MoTuBanjyioHHOEe IHTEPBbIO 3aKOHHBIX IIpeficTaBUTeNIell AeTell
¢ OB3 u/unm MHBaIMTHOCTHIO»

1. Pacckaknte o BaueM peOeHKe 1 0COOEHHOCTSIX ero
HeATeNbHOCTI.

2. Pacckaxute 0 TOM, 4TO y>Ke C/IeIaHO, KaKOil Iy Th
BaMI y>Ke IIPOIIJIEH.

3. Pacckakute 0 pe3y/nibraTax BalllUX TPYAOB.

4. Kax BBI 9TO Cfie/Iajiy, pacCKa>KuTe MogpobHee.

OTBeTpl Ha BOIPOCH 1-4 IOMOTAIOT 3aKOHHBIM
IpeCTaBUTENAM JeTeil 0CO3HATh CBOI0 3HAYMMOCTD
U y4acTHe B peabM/INTalMOHHOI IporpaMMe pebeH-
Ka.

5. Kakue MeHHO 3aTpy/jHeHN: BBl HabII0aeTe y pe-
OeHKa B ero aesaTenbHOCTI? COMOCTaBbTE UX C PEKIMOM
IHs peOeHKa.

Ne n/n Bup 3ausaTMiA

1-10

6. Kakne MMeHHO 3aTpyHEHN s, CBA3aHHBIE C IIOBCE]]-
HEBHOII aKTYIBHOCTBIO ¥ 0COO@HHOCTAMI JIVIaTHO34, €CTh
y Bac B IIpoljecce B3auMOpeiicTBus ¢ pebenkom? Cormo-
CTaBbTE VX C PEKVMMOM JHA peOeHKa.

7. Kakas gesaTenbHOCTb pebeHKa TpebyeT Ballero Mak-
CUMAJIbHOTO Y4aCTUsA JJIS €€ Peann3anumn?

8. Kaxas mmoBcejHeBHAA aKTMBHOCTD peOeHKa cTpajia-
eT Hambosiee BBIPa)KeHHO 1 TpedyeT KOppeKIuu?

9. YT0 BBI TOTOBBI MPEANPUHATD JI/IA OCYIIeCTBIEHNA
3TUX KOPPEKTUPYIOMNX MEPOIIPUATIII?

10. CocraBbTe, OXKaMyicra, IaH yIpa>KHEHNUIA, BbI-
HOMTHAEMBIX B JOMAIIHUX YC/TOBUAX, C YI€TOM OXKIJa-
€MBIX BaMI IIOJIOKUTEIbHBIX Pe3y/IbTaTOB (3aMOMTHUTE
TabNINITy HIDKe):

B Kakoe BpeMA oHA N C KaKOM aKTMBHOCTbIO COYETAIOTCA BbINOJIHAEMbIE |Z)(§K0M€HJJ,8Ll,l/IVI'.7

13



14

OpurnHanbHble nccnegosansi/ Original search

CIIeLMANNUCTy CO3[aThb aTrMocdepy 6e30macHOCTI

" JoBepu.
4.CospaHne CHenManucTOM yCIOBUI A oOHapysKe-

HUs PORMTENeM COOCTBEHHBIX BHYTPEHHUX pecyp-

COB [I/IsI B3aMMOJENCTBMSA C PeOEHKOM M [/Isl [pu-

HATUSA OTBETCTBEHHOCTH 3a COOCTBEHHBIE peuiennsa

[12, 15].

VccnepoBanue IpoBOAUIOCH B IBYX IICMXOHEBPOIOT -
yecKUX oTfienneHuAX llenTpa feTcKoii ICUXOHEBPOIOTUY
HVKMW petcTtBa. Beero B nccnefoBanny IpuHAIO y4a-
cTue 62 4yenoBeka (pogurenu gereit ¢ OB3 n/unu uxBa-
JAUTHOCTHIO).

ITpoBeneHHOE aMNMPIYECKOE MICCTIEROBaHNE BK/IIOYA/IO
ABa 3TaIma.

Ha IIEPBOM 3Tall€ B MCCIIENOBAHUN IPMHAIN y4acTHE
62 ponurens geteii ¢ OB3 u/vny MHBaNMAHOCTHIO.

Bo BTOpOIt 3Tam nccnegoBanus 6110 BKIIOYEHO 12 po-
outenen pereit ¢ OB3 u/unm MHBaIUMIHOCTHIO.

OCHOBHBIMU METOJJaMM IIEPBOTO ITAIA NCCIEJOBAHNA
cranu HabroeHme 1 aukeTupoBanne. Huke mpezcrasre-
Ha CIIeI[Ma/IbHO pa3paboTaHHasI /I IPOBeeHNsI IePBOTO
aTamna uccnefoBaHus aHKeta «O6paTHas1 CBS3b OT 3aKOH-
HBIX npencTaBuTeneit gereit ¢ OB3 n/nnn naBannmHO-
CTBIO», cocTosmaA n3 10 BOIpocos.

OCHOBHBIMU METO[JaMJI BTOPOTO 3Talla MCCIeJOBAHNA
CTanN aHKETUPOBaHME U VICIIO/Ib3OBAHME TEXHOJIOT NN
MOTMBAI[MIOHHOTO MHTepBbIo. Hike mpepcTasieHa crernu-
aJIbHO pa3paboTaHHas /IS IPOBeNEHNA BTOPOro JTalma
UCCTIefoBaHMsI aHKeTa «MOTUBALMIOHHOE UHTEPBBIO PO-
nuteneit geteit ¢ OB3 n/uau MHBaIMIHOCTBIO», COCTOS-
mas u3 10 Bonpocos.

OrtBeThl Ha Bonpochl 5-10 MO3BOJIAIOT CMECTUTD aK-
LIEHT BHUMAaHNMA 3aKOHHOT'O IIPENCTAaBUTEIA C OTpaHN1IE-
HUIJI, CBSI3aHHBIX C 3a00/1eBaHMeM peOeHKa, Ha IPOYK-
TUBHY1IO AE€ATEIbHOCTD U TOCTVMIKEHIIE ITIOTTOXXKUTEIDHOI O
pe3yibraTa.

PCSYTIbTaTbI, IIOTy9Y€HHbIE B XOI€ Ha6}IIOI[€HI/I}I I aH-
KeTnpoBaHu, 6bI]II/[ IIOABEPTHYTHI KOIMYIECTBEHHOMY
U Ka4eCTBEHHOMY aHAJIN3Yy.

PesynbraThl MccIefOBaHN A

B xone mpoBemeHHOTrO MCCIefOBaHMsI ObIIO BBISBIIEHO,
4TO OOJTee OMOBMHBI popuTeneit feteit ¢ OB3 m/mau nH-
BaJIMHOCTBIO IUIAHMPYIOT BBIIOTHATH PEKOMEHAALNN
CIeLMaTUCTOB B IOMHOM 00beMe (58 % pecIOHeHTOB),
42% pecHnOH/IEHTOB IIAHUPYIOT BBIINONHATD PEKOMEH-
Jalyy IO Mepe CBOMX BO3MOXHOCTeHl (COITacHO BO-
npocy 1 ankeTs 1). PekoMenganum crenuanucToB 6brim
MOHATHBI IONMTHOCTBIO 62% pPECIIOHIEHTOB, IOHATHBI
B 06mux yeprax — 28 % pecrnonneHToB, 10% pecron-
[IEHTOB He ITOHMMAJ/IV MOTy4YeHHble peKoMeHaaunn (co-
I7IaCHO BOIpOCY 2 aHKeTsHI 1). IIpu ouenke focTynmHocTn
pekoMeHpanumit crennanauctoB 48% popureneit 6bUM
MIOTTHOCTBIO €J1 y[OBIE€TBOPEHBI, YaCTUYHYIO MOCTYII-
HocTb oTMeTumn 50 % pecnioHfieHTOB, U 2% pogurenen
OLIEHWIN PEeKOMEeHJAIVV KaK HeJOCTyIHble (COrTmacHO
BOIIPOCY 3 aHKETHI 1).

IIpu orjeHKe COOTBETCTBUA COBOKYIIHOCTV PEKOMEH-
HALNII CIIEIMATACTOB PeXXUMY pebeHKa ObII0 OTMeYeHO,
4uTO 25 % pPecoHeHTOB OTMETH/IN IIOTHOE COOTBETCTBIE
(cornmacHo Bomnpocy 4 ankersl 1). [Ipn aTtom 40 % pecnos-
IEeHTOB OTMETW/IM YaCTUIHOE COOTBETCTBUE, a 35% —
IIOJIHOE HECOOTBETCTBYE PEXKUMY.

IIpu omieHKe COOTBETCTBUS PEKOMEH AN CIIeLaIu-
CTOB >KM/IMIIHBIM YCTOBUAM pebeHKa 30 % OmpoIIeHHbIX
OTMETM/IM UX IIOJTHO€ COOTBETCTBUE, 45 % — YacTu4IHOe
COOTBETCTBME U 25 % popuTenelt yKasaay Ha IIOJTHOE He-
cooTBeTCTBIE (COITIACHO BOIIPOCY 5 aHKEThI 1).

IIpu oneHKe COOTBETCTBUA PEKOMEHIALMUIL CIELN-
aZIMCTOB CUCTEME BHYTPEHHUX U BHEIIHUX YCIOBMIL,
CIIOCOOCTBYIOIMX YCTOMYMBOCTY TUYHOCTYU POJUTENA
B CTPECCOBBIX CUTYALMAX, 00eCIeYNBAIOLINX KaYeCTBEH-
HOe BOCITMTaHNe, ObIJIO BBISIBJIEHO ITOJTHOE COOTBETCTBIE
B 15% cny4aes, 9acTuuHOE cOOTBeTCTBME — B 20 % 11 TOTI-
HO€ HeCOOTBETCTBIUE PEKOMEHJALNII POSUTENbCKUM pe-
cypcaM — B 65 % cirydaes (COITIaCHO BOIIPOCY 6 aHKETHI 1).

IIpu oneHKe BEpPOATHOCTU [e/erMpPOBaHUA BbINOJI-
HEeHUsI peKOMeHpanuit 6510 BbIsABIEeHO, 4TO 20 % pe-
CIIOHZIEHTOB Je/IETUPYIOT BBIIIOTTHEHNE PEKOMEH ALl
IpUITIAIIEHHBIM CHELUaINCTaM, 35 % — JIIofsAM U3 67113-
KOTO OKPY>KeHUs, Yy 45 % ONpOILIeHHBIX BO3MOXXHOCTD
IeNerupoBaHusA OTCYTCTBYeT (coracHo Bompocam 7-10
AHKeTHI 1).

B xXofie NpoBeeHHOTO MOTUBAIIOHHOTO UHTEPBbIO
OBV TTOTTy 9€eHbI IIPOMEKYTOUHBIE Pe3Y/IbTAThI (COITTACHO
OTBETaM Ha BOIPOCHI aHKETHI 2).

1. 92 % y4acTHMKOB IPOJOMXUIN KOPPEKIMOHHO-
pasBuUBaILyio paboty ¢ gerbMu ¢ OB3 u/unm nHBaMMA-
HOCTBIO B YCTIOBUAX [JOMAIIHEN peabuInTanuy u mpo-
NEMOHCTPUPOBAIN MONOXKUTENbHYIO HAIIPaBJIEHHOCTD
Ha U3MEHEeHU L.

2. Ins1 KaXK 0¥l ceMbM TIOCTIE IIPOBEEHN A MOTUBALIVOH-
HOTO MHTEPBBIO OBII COCTAB/IEH IIAH MI3MEHEHMII B LIeTIAX
¢dbopMMpOBaHMS IPOYHOI MOTUBALMIOHHOI 0a3bl € yde-
TOM MOTUBAIJMIOHHBIX YCTAHOBOK POJUTENIEN.

3. BonbMIMHCTBO popuTenell MPOREeMOHCTPUPOBAIN
TOTOBHOCTD BBIIIOJIHATD PEKOMEHIAINY CIIeLMaTUCTOB,
a TaK>Ke OTMETV/IV TIOHMMAaHMe CyTY PEKOMEHTALNI 1 UX
IIPMMEHMMOCTD B KOHKPETHBIX YCTIOBMAX JJOMAILHEN pe-
abunuTanun.

3aknoyeHne

Takum 06pa3oM, MOTydeHHbIe Pe3y/IbTaThl IMIMpUYe-
CKOTO MCCIeOBaHNUA IO3BOJIAIT CHENATh CIefyIoliye
IpefBapUTeIbHbIE BHIBOJBL.

1. Pogurennu gereit ¢ OB3 n/unm mHBanngHOCTHIO MMe-
I0T C7Tabble MOTHBAIVIOHHBIE YCTAHOBKM Ha PaboTy C IeTh-
MU U HY>KJAIOTCS B CO3[JaHNM CIIeL[MaJIbHBIX YCIOBUIT
mst popMuUpOBaHMS MIPOYHON MOTUBAL[MOHHO 6a3bl
B IIpOLiecce KOPPeKIUY U peabyInTalnm.

2. Vcnionp3oBaHye TeXHOIOTMY MOTUBALIOHHOTO MH-
TepBBIO NTO3BOJIAET CO3/IaTh YCIOBUA POPMUPOBAHNUSA
y pomuTesnell MOIOXNTETbHBIX MOTYBALIIOHHBIX YCTa-
HOBOK, ITO3BOJIAIOIINX HAXOIUTb BHYTPEHHNE PeCypChl,



CHIDKATb CTPECC U BBICTpauBaTh 3¢ (eKTUBHbIE CTpaTe-
TUY KOPPEeKIIMOHHO-Pa3ByUBAIOLIelt M peabu/INTaIOHHOM
paboThL.

3. [Tony4eHHBIE IPOMEKYTOYHBIE PE3y/IbTAThI CTABAT
BOIIPOC KaK /IaJIbHEIIEero N3yYeHN I MOTHBAIIOHHBIX
YCTaHOBOK pOAUTeNell Ha paboTy ¢ JeTbMU B YCIOBUSX
[OMaIlHell peabuINTal UM, TaK U MOVCKA COBPEMEH-
HBIX 9 PEeKTUBHBIX CpefiCTB GOPMUPOBAHNS OTOXKM-
TEIbHOM MOTUBALIMN Yy POANUTENEN Ha KOPPEKLIMOHHO-
Pa3BUBAIOIIYIO ¥ peabV/INTALMIOHHYI0 PabOTy C IeTbMMI.

4. ITomy4eHHbIe HAMY PE3Y/IbTATHI MOXKHO MCIIOTb30-
BaTb [/ 93P PEeKTUBHOI OpraHN3AUN IICUXOIOTNIeCKO
HOMOIIM ¥ peabuInTanroHHo paboTsl ¢ etbmu ¢ OB3
/I UHBaIMIHOCTHIO.

5. B xauecTBe Ja/jbHENIINX HAllpaBIeHU UCCIENO-
BaHNUA IO JAHHON TeMe MOXXHO pacCMaTpUBAaTh pac-
HIYpeHNe AMana3oHa BBIOOPKM, IPOIOHTMPOBAHHOE
HaO/IIofleHNe, a TAK)Ke BbIABJIEHNE CIIeN(PIIecKIX 1 He-
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OPUTMHANBHBIE UCCJIEAOBAHUA

KnuHuko-snuaeMnonornyeckas xapakTepucTuka
Bcrbliky rputina A (H3N2) B opranuzoBaHHOM

IETCKOM KOJIJIEKTUBE

A.V.Caburos!, 0. b. Xamanosa', A. O. OBunnnuukosa’, T. B. Kanyruna', A. A. Macnennukosa', C. A. Ycriorosa',

A. A.llaposa', E. U. Kpacnosa', O. A. Yecnakosa'

' OIb0Y BO «Ypanbckuii rocynapcTBeHHbIA MeAMLIMHCKUIA YHUBEpCUTET» MuH3apasa Poccum (yn. PenuHa, a. 3, r. EkaTepuHbypr,

620028, Poccus)

2 TAY3 CeepasnioBckom obnacu «fopoackas knuHnyeckas 6onbHuua N2 40» (yn. Bonrorpapackas, o. 189, r. Ekatepunbypr, 620102,

Poccusn)

Pestome

AxTyanbHocTb. BenbIlWKKM rpunna B opraHM3oBaHHbIX JETCKUX
KOJMEKTUBAX 3aKPbITOr0 TUMa MPeACTaBAsT 3HAYUTENbHYIO
3NMAEMMONIOTMYECKYID NpobneMy BCNELCTBUE BbICOKOW KOHTa-
TMO3HOCTW BO3OYAMTENS U TECHBIX YCNOBUIA npoxmBaHus. Oco-
BblIli MHTEpeC BbI3bIBAKT CilyyYau 3aboneBaHUs Cpeam BaKLMHM-
POBaHHbIX AeTei, NO3BONSAKLIME OLEHUTL MoaudUUMpyloLLee
BAMSAHUE BaKLMHALMM HA TeYEHUe MHDEKLMN.

Lenb uccnepoBaHus. M3yuntb KAMHUKO-3NMAEMUONOTHYE-
CKMe W nabopaTopHble XapaKTepUCTUKM BCMbILWKU rpunna A
(H3N2) B e TCKOM yupeX LeHUM 3aKpLITOro TMNa.

Matepuansl u MeTogbl. llof HabnofeHneM Haxoaumnoch 25 fe-
Tel 1 NoApoOCTKOB 4—16 NeT, NPOXKMBAIOLLMX B YUPEIKAEHWUN CO-
LMaNbHOW 3alUMThl 3aKPLITOTO TUMA W rOCMUTANN3MPOBAaHHBIX
B cTaumoHap B nepuog ¢ 18.11.2025 r. no 28.11.2025 r. ¢ gmar-
Ho3oM «[punn». JlabopaTopHasa gmarHoctuka Bkakodana [UP
Ha BMPYCbl TPUNNA, KJMHUYECKUA aHanu3 KpoBu, onpepefe-
Hue C-peakTuBHoro beska. [poBefeH cpaBHUTENbHBIN aHanu3
KJIMHWKO-NabopaTopHbIX MOKasaTened B rpynnax NpuUBMTBIX
(n=18) n HenpuBUTLIX (N = 7) NaLMUEHTOB.

PesynbraTel. BenbllKa MMena KiaccuyecKyw 3anuaemuye-
CKYI0 KPMBYI TOYEYHOr0 UCTOYHMKA C NMUKOM 3aboneBaemo-

ctv 22.11.2025 r. (17 cnyyaes 3a cyTku). Y 100% cTaumoHap-
HbIX NauueHToB (n = 19) metopgom NLUP noateepxaeH rpunn A
(H3N2). TMpeobnapanu cpepHetskenbie ¢dopmbl (100 %).
CpeaHss AnUTeNbHOCTb rocnMTanu3auum coctaBmna 6,1 gHs.
Y HenpuBuTbIX AeTell yalle PerucTpupoBannChb racTpPOMH-
TeCTUHanbHble nposBieHus (bonb B uBoTe — 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 %) 6bM rocnUTanu3nMpoBaHbl, TOrAa Kak cpesm
NPMUBKTLIX rocnuTanusauus notpebosanack B 67% cnyva-
eB (12 u3 18). BceM cTauuoHapHbIM MauMeHTaM Ha3Havancs
0CeNbTaMMBUP KYPCOM 5—6 AHeil.

3aknoyenue. Benbiwka rpunna A (H3N2) B 3akpbiToM Aet-
CKOM KOJUIEKTMBE NPOLEMOHCTPUPOBANa BbICOKYI0 KOHTaruos-
HOCTb BO3bYAUTENSA W OTHET/IMBOE MOANDULMPYIOLLEE BAMAHMUE
BaKLMHALWM Ha TAXECTb Te4yeHWs 3aboneBaHus. BakuuHaums
He obecneunna CTEPUAM3YIOLLYH 3aLUMUTY, OLHAKO 3HAYUMO
CHU3MNA 4acToTy rOCMMTaNU3aLMii U BbIPaXEHHOCTb KIIMHUKO-
NabopaTopHbIX NPOABNEHWIA.

KnioueBbie cnoea: rpunn A (H3N2), aetw, BCnbiLKa, OpraHU30BaHHbINA KOINEKTUB, KNMHUKA

Ins uutuposauus: Cabutos A. Y., XamaHosa l0. b., OBunHHukosa A. 0., Kanyruna T. B., MacnenHukoBa A. A., YctioroBa C. A,
LLlapoBa A. A., KpacHoBa E. U., YecHakoBa 0. A. KnMHWKo-3nmaeMuonormyeckas XxapakTepucTuka BenblwKy rpunna A (H3N2)
B OPraHuW30BaHHOM [1€TCKOM KonneKTuee. Apxus neduampuu u demckoli xupypauu. 2025;3(4):17-25. doi: 10.66825/2949-4664-
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Clinical and epidemiological characteristics
of an influenza A (H3N2) outbreak in an organized

group of children

Alebay U. Sabitov', Yulia B. Khamanova', Anna O. Ovchinnikova?, Tatyana V. Kalugina', Arianna A. Maslennikova',
Sofya A. Ustyugova', Anna A. Sharova', Elena I. Krasnova', Olga A. Chesnakova'

' Ural State Medical University (3, Repina str., Ekaterinburg, Russia, 620028)
2 City Clinical Hospital No. 40 (189, Volgogradskaya str., Ekaterinburg, Russia, 620102)

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

For citation: Sabitov A. U., Hamanova U. B., Ovchinnikova A. 0., KaluginaT. V., Maslennikova A. A., Ustyugova S. A., Sharova A. A,
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AKTyanpHOCTD
[punm ocraeTcsi OfHOI M3 Hambojee 3HAYMMBIX VH-
(beKIMOHHBIX Hpo6/IeM B IefUaTPUUYECKON IHpaKTHKe.
E>xerogHo B MIUpe perucTpupyercss OKomo 1 Muiamo-
Ha TOCIMUTA/IMU3ALUN JIeTel MJIaflle 5 JieT BCIeACTBUE
rpunmnosHoit nHexuun, npu srom B CIIA 8-10% pe-
TeJ NEPEHOCAT CUMIITOMATIYECKNI TPUIII Ka>K/IbIii O,
B Poccuiickoit @epepanun OPBY u rpunn ctabuinbHO
3aHMMAIOT BeAyluye NO3ULUN B CTPYKType MH(EKI[MOH-
HOJI 3a0071eBaeMOCTH, NIpUYeM MaKCHMa/bHble ITOKa3a-
TEJIM PETUCTPUPYIOTCA CPefyl BeTCKOro HacenmeHus [1-3].
Oco06y10 annaeMIOIOTNYeCKy0 IPo6IeMy IpefiCTaB-
JAIOT BCIBIIIKY TPUIIINA B OPraHM30BAHHBIX KOJIIEK-
TMBaX 3aKPBITOTO TUIA — JETCKUX JOMaX, MHTepPHATaX,
YUIpeXXAeHNAX COLMANbHON 3aINUThL. TecHble yCIOBUA
IPO>XMBAHMS, COBMECTHBIE MEPONIPUATUS U 001ue Obl-
TOBBIE IIPOCTPAHCTBA CO3MAIOT O/IATOIPUATHBIE YC/IOBUSA
IJIs1 peany3anyy BO3[yIIHO-KaIle/IbHOTO IIyTH Iepefa-
9Y M CTPEMUTE/IBHOTO PacIpOCTPaHEHNsT MHPEKIUN.
JIHKy6alMOHHBII IIepUOJ, TPUIINA COCTABsAeT 1-4 nHs,
PV 9TOM JIETH eMOHCTPUPYIOT 607Iee IIPOfO/DKUTENIBHO
BUPYCOBBIfie/IeHNe U 607ee BBICOKYI0 BUPYCHYIO HATPY3KY

10 CPaBHEHUIO CO B3POC/IBIMMY, YTO OOYCIOBIMBAET UX
0CO0YI0 POTIb B MOfiePXKaHMY SIMMAEMUYECKOT0 IIPoLecca.
XapaKTepHOI UIMIOCTpanyell CTpeMUTENbHOCTA pac-
IPOCTPaHEHN A IPUIIIIA B OPTaHN30BAHHBIX KO/IEKTUBAX
sBnsiercs Bcubiika A (H3N2) mocre mkonpHOro Mepo-
npusarus B Jloc-Aumxenece (2022), rae n3 184 y4acTHUKOB
3abornennu 56 denosek (32 %), a MeyaHa NHKYOAI[IOHHOTO
nepuopna cocraBuia 47 yacos [1, 4-6].

KnumHnueckne mposABieHNs TPUIIA Y HeTell OTInYa-
I0TCA OT TaKOBBIX Y B3pOC/IbIX. [IOMMMO TUIIMYHBIX pe-
CIIMIPATOPHBIX CUMIITOMOB (TMXOpafKa, Kalle/lb, PMHO-
pest, Habmonaouuxcs y 85 % maunentos), y 40 % pmeteir
M7afie 4 j1eT pa3sBMBAIOTCA FaCTPOMHTECTUHAJIbHbIE
IPOSIB/IEHN 1 — TOLITHOTA, PBOTA, iuapest, 00/b B )KMBOTE.
TacTpomHTeCTMHANBHBI CUHPOM IIPY TPUIIIIE A MOXKET
OBITb 0OYC/IOB/IEH CUCTEMHBIM BOCHA/TNTE/IbHBIM OTBe-
TOM C IpOAyKIyel nHTepdeponos I Tuma, mpuBopAIuX
K M3MEHEHUIO KVIIEYHON MUKPOOMOTHI U IOBBIIICHIIO
IPOHMIIAEMOCTY KMIIEYHOTO 6apbepa. AGIOMUHAIbHAS
60/b TIpY I'PUIIIIE MOXKET UMUTUPOBATbh OCTPBII KUBOT,
4TO TpebyeT TinarenbHO AuddepeHIIManbHON f1a-
rHOCTUKY. Oco60ro BHMMAaHUA 3aC/Iy)KUBAET ITaMM A
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(H3N2), koTopslit acconuupyercs ¢ 6omee TSKeIbIM Te-
JeH1eM 3a00/IeBaHM s, BKII0Yasl CIyday TPUIIIACCOLIIN-
POBaHHOI 9HIeaIONaTIM C TeTaIbHBIM UcxoxoM [7-10].

BakuuHanus siBAsieTCs KIIOYEBBIM MeTONOM Ipodu-
JTAKTMKY TPUIIIA ¥ peKOMEHIOBAaHa BCEM JeTAM CTap-
e 6 MecsiteB. DY PeKTUBHOCTD BaKIMHALIMY B CHVDKE-
Huu 3aboneBaemMocty coctaBnseT 40-60 %, npu aToM
OHa CHIDKAET PUCK rocnuranmusanum Ha 16-28 % u puck
JIETaJIBHOTO McXoma Ha 51-65% B 3aBUCUMOCTU OT BO3-
PacTHOI IPyIIBl ¥ Hanu4us GOHOBBIX 3a60NMeBaHMIL
[11-12]. KokpeltHOBCKMIT 0630p paHZOMMU3NPOBAHHBIX
UCCTIeOBAaHMIT TIOATBEPIU CIOCOOHOCTD KMBBIX aTTe-
HYMPOBAHHBIX ¥ UHAKTUBJMPOBAHHBIX BaKI[MH CHIKATb
3a00/1eBaeMOCTb I'PUIIIOM Y 340pOBBIX feteit [13]. Tem
He MeHee 9 PeKTUBHOCTb BaKIMHAL[MU MOXET CyIIe-
CTBEHHO BapbMpPOBATh B 3aBUCUMOCTY OT COOTBETCTBUA
BaKIVHHBIX [ITAMMOB LM PKYIUPYIOLUM, YTO OOBACHAET
perucTpannio 3ab0neBaHus Cpeay MPUBUTHIX /UL,

HecMoTpst Ha 3HAUMTENTBHBIN MacCUB SAaHHBIX O IPUTIIIE
y meTeil, NCCIeJ0BaHNA BCIBILIEK B YIPEKAEHUAX CO-
[[VaJIbHOM 3aIUThI 3aKPBITOrO TUIIAa HEMHOTOYVIC/ICH-
HBI, @ CPAaBHUTE/IbHBII aHAIN3 TedeHusl 3ab0/meBaHms
y IPUBUTBHIX ¥ HENIPUBUTHIX AETeil B YCIOBUAX OJHOTO
3MUIEeMIYeCKOTO OYara IpejiCTaBlIeH OrPaHNYeHHO. DTO
olpefienisieT aKTya/IbHOCTb HACTOSIIETO NCCIefOBAHMNA.

Iens uccemoBaHUA — U3YINTD KIMHUKO-3MNUIeMIO-
JIOrMYecKue 1 1ab0paToOpHble XapaKTePUCTUKIN BCIBIIIKN
rpunma A (H3N2) B geTckoM yupesx/jeHIN 3aKpPhITOTO
TUIIA.

Marepuaibl 1 METOADI
WccnepoBaHne BBINOIHEHO B fM3aliHe IPOCIEKTUBHOTO
KOTOPTHOTO HAO/MIOfeHNs, IIPOBEJEHHOTO Cpefy JieTeil
U TOIPOCTKOB, NPOXMBAKIINX B YYPEXKJEHUN COLU-
aJIbHO 3aIIMTHI 3aKPBITOro TuIa B CBepHIOBCKOM 00-
nactu. B aHanMM3 BK/IIOYANINMCh MALMEHTDbI, OOpaTUBIIN-
ecsd 3a MEQVIVHCKOJ IIOMOIIbI0 B nepuop ¢ 18.11.2025
1o 28.11.2025 r. B ¢BA3M C CUMIITOMaMM OCTPON pecnu-
PaTOPHOI BUPYCHOI MH(EKLNN /U TaCTPOIHTEPUTA.
Kpurepuamn BKIIOUEHNA ABIANNCH: MPOXKUBAHNE
B YKa3aHHOM YYpeXJeHIMN, BO3PACT NETCKUI UIN HOJ-
POCTKOBBII, HanM4Me KIMHNYecKnX npossreanit OPB/
VI/WIV TaCTPO3HTEPUTA, @ TaKXKe (PAaKT OOpalljeHNs 3a Me-
AVLIMHCKOJ IIOMONIBIO B YKa3aHHbBIN BPEMEHHOM MHTEP-
BajI. Kpurepnit nCKII09eHNA COCTaBUIN JINIIA, He 0Opa-
IIABIINECS 3a METUIIMHCKON MOMOIIBIO (1 = 3), B CBA3U
C 4eM OHM He OBbIIV BK/TIOUEHbI B UTOTOBbIII aHA/IN3.
VcTouHMKaMM JaHHBIX CTY>KVIY MESULIMHCKIE KapThl
CTAaIMOHAPHBIX U aMOy/TaTOPHBIX MALIMEHTOB. B mpencTas-
JICHHYI0 BBIOOPKY BOLIIN 25 IAL{MEHTOB, CPeU KOTOPBIX
npeobmaganyu nmuia xeHckoro mona: 13 (52,0 %) nporus
12 (48,0 %) my»xunH. CpegHNIT BO3pacT 00C/IeJOBaHHBIX
cocrasun 10,1 * 4,1 roga, npu sToM MeMaHa Bo3pacTa
paBH:Anach 10 rogaM, a BO3pacTHON AMAIIa30H HAXONVI/ICA
B IIpefieNax OT 4 mo 16 neT. BospacTHasA cTpyKTypa BbI-
60pKM ObI/Ta OTHOCUTE/IBHO PABHOMEPHOIT B IIKOIBHBIX
U IO POCTKOBBIX Ipynnax. K rpymnmne gomkonbHNKOB

(4-6 ner) 6p oTHeCeHBI 5 (20,0 %) maLMeHTOB, K IPyIIIe
MJIaJIIINX ITKOMBHUKOB (7-11 met) — 10 (40,0 %), a k rpym-
e nogpoctkoB (12-16 net) — Takxe 10 (40,0 %) mereit,
4TO 00eCIedYnsio CONOCTaBUMYIO IIPeACTaBIeHHOCTD
M7Iafillel ¥ cTapliell BO3pacTHBIX NOATPYIIIL.

JIaboparopHas [UarHOCTUKA IPOBOAMIACH B COOTBET-
CTBUM C HEVCTBYIOIIVMI KIMHNYECKMMI PEKOMEHJal M-
Amu u BKmodasa: IIIIP Ha BUpychl rpuinmna 1 OCHOBHbIE
pecnmMpaTopHble BUPYCHI, KIMHNYECKNIT aHAIN3 KPOBU
C JIeMIKOUMUTApHO PopMyIoit, onpenenenne C-peaKTus-
HOTrO 0efKa, a Py Ha/TMYUY raCTPOMHTECTUHAIBHBIX
cumntomMoB — [IIIP kama. JlonomHUTETBHO BBITIOMHSIICS
0aKTepUOTIOrNIeCKMIT IIOCEB U3 3eBa. Y BCeX MAI[MEeHTOB
MPOBOAMIIACH ITY/IbCOKCYMETPUS I7IA OLEHKM CaTypPaliuyn
KUCIOPOJa.

Craructudeckas 06paboTKa TaHHBIX BK/TIOYajIa METOBI
DEeCKPUIITUBHON CTaTUCTUKY (pacyeT CpegHUX 3Hade-
HUIL, CTAHZAPTHOTO OTKJIOHEHW s, JOJIel Y IPOLIEHTOB).
J711 OLleHKM pa3Inyumii MeXXy IOATPYIIIaMy IPUBUTBIX
VI HEIPUBUTBIX JieTell IPUMEHAJICA CPaBHUTE/IbHBIN aHa-
nu3. [I7151 cpaBHeHM A KOTMYeCTBEHHDBIX [TOKa3aTeslell MexX-
Iy ABYM: HE3aBYCMMBIMY TPYIIIIaMy IPUMEHANN t-KpU-
tepuit CThofieHTa (IPY HOPMaJIbBHOM pacIpefie/ieHUN)
nmn U-xkputepuit ManHa — YUTHU; 1711 Ka4eCTBEHHbBIX
npusHakos — kputepwuii X* [Iupcona c monpaskoit Veitt-
ca 60 TOUHBI KpuTepuit Puirepa mpyu 0XXnpaeMbIX
yacToTax MeHee 5. CTaTUCTUYeCKMe Pa3INyMs CINTAIN
3HAYMMbIMI IIPY YPOBHE IBYCTOPOHHel! o6k p < 0,05.
O6paboTKy JaHHBIX BBIIOMHS/IN C MCIIONb30BAaHNEM Ta-
6muanoro npoueccopa Microsoft Excel 2016 (Microsoft
Corp., CIITA). ViccnenoBaHme IpOBOAUIOCH C cobmofe-
HMEM 3TUYIECKUX HOPM, COOTBETCTBYIOIINX IIPUHIUIIAM
XenbCUHKCKON JleK/Iapaliuy; IepCcoOHaibHble JaHHBIE
YYaCTHUKOB ObI/IN IPefIBapUTEIBHO JelepCOHATUSUPO-
BaHBI.

Pesynbrarhl
INUAEeMIOTIOrNYeCKasa XapaKTepUCTHKA BCIBIIIKA
VHpexcHbII cny4dait ObUT 3apeructpuposas 18.11.2025 .,
IIOCTIE Y€TO OTMEYANOCh TIOCTENEHHOE HapacTaHMe 9yciIa
3aboneBumnx. Yoxe 20.11.2025 1. 6bI1 3aperncTpupoBaH
1 HoBBI cyvait, 21.11.2025 1. — 2 ¢y 4ast, 9TO OTpa>kajo
Hada/lbHYI0 (asy pasBuTuA BCIblKM. [IMk 3aboneBae-
MOCTU npuuiencsa Ha 22.11.2025 1., Korga 3a OfHM CyTKU
OBUIO BBIAB/IEHO 17 CITydaeB, 4TO COCTaBMIO 68 % Bcex
3aboneBuux. B nocnenymoieM HabM0AaI0Ch 3aTyXaHUe
3MNUIEMIYECKOTO Tponecca: 23.11.2025 1. 3aperucrpupo-
BaHO 3 cmy4as, 24.11.2025 1. — 1 cayyaii.
SnupeMnyeckas Kpupas COOTBETCTBOBajIa KIACCHU-
YECKOMY IIAaTTEPHY BCIBIMKY C TOY€IHDBIM MCTOYHMKOM
nHPUIMpoBaHNA. BepoATHBIM CyIeppacIpoCTpaHAIO-
MM COOBITHEM CTAJIO 00II[ee MEPOTIPUATIE C MACCOBBIM
CKOIUIEHVEM IPOXXMBAKIINX, cocTosBieecd 21.11.2025 r,,
II0C7Ie KOTOpPOTo Yepe3 1-2 H:A ObII 3aperncTpupoOBaH
MaKCUMyM 3a00/1eBaeMOCTH. ITO MO3BOJIACT IIPE/IIOIa-
raTb KpaTKOBpPEMEHHOE, HO MHTEHCUBHOE BO3JEIICTBIE
JMICTOYHMKA I/IH(l)eKI_U/[I/I Ha BOCHPI/II/IM‘II/IBBIﬁ KOHTUMHTCHT.



Crryuyan 3a6ojeBaHMs OBIIN IIPOCTPAHCTBEHHO CTPYII-
NV POBAHbBL: BCE 25 NMALIEHTOB OTHOCUTINUCD K 4 >KVUJIbIM
61okaM yupexxjeHns. B 67oke Ne 1 saperncTpupoBaHo
5 (20,0 %) mamyeHTOB, B 6110kax Ne 2 u Ne 3 — 1o 7 (28,0 %)
HAI[eHTOB, B 6710Ke Ne 4 — 6 (24,0 %) manueHToB, YTO YKa-
3bIBaeT Ha BBIPAXEHHYIO KIACTEPU3ALNIO U JIOKATbHOE
pacnpocTpaHeHre MHPEKINY BHYTPY OT/E/IbHBIX MTOJ-
pasneneHmit.

Tocrimranusanuu notpe6oBa 19 maneHToB, CpeRHsIsI
HPOJO/KUTEIBHOCTD CTALMOHAPHOTO JIEYeH NI COCTaBUIa
6,1 nus (ot 1 o 8 mHeik), a cpefHMIt IeHb 60/IE3HN HA MO-
MEHT TOCHUTAIN3anuy — 1,8 [HA, YTO CBUAETETbCTBYeT
00 OTHOCUTETBHO PaHHEM OOpAIlieHNI U TOCTIMTATU3ALINN.

MeTonom nonmMepasHo-LeIHOI peaKnu ObLT UIeHTH-
¢unmposan cyotun A (H3N2) y Bcex ob6¢cnenyempix. Yera-
HOBJIEHO, 4TO Y IByX nanyeHTos (10,5 %) DOmomHNTeIbHO
BBIABJIEH a[IeHOBIPYC, YTO YKa3bIBaeT Ha BO3MOXXHOCTD
cMelIaHHOM MHpeKnnn. VIMMyHO(DepMeHTHBIT aHA/IN3
KaJIa, IPOBeJieHHBII y YeThIpeX ManyeHTos (21 %) ¢ ractpo-
MHTECTVHA/IbHBIMI ITPOSIBIEHNAMI, BO BCEX CTyYasiX flasl
OTPUIIATEIbHBIN Pe3y/IbTaT, KOCBEHHO MOATBEPXKAAs BU-
PYCHYIO (TPUIIIO3HYI0) 3TVOIOTUIO KMIIIEYHOTO CHHAPOMA.

B cTpyKType KIMHMYECKUX JUATHO30B Ipeobnafan
TPUIII C pecnypaTopHbIMuU nposasneHuamn (J10.1) — 15
(78,9 %) mauueHToB, pu 3ToM y 4 (21,1 %) fmeTeit 6511
YCTaHOBJIEH AVMATHO3 I'PUIIIA C KUIIEYHBIM CUHAPOMOM
(J09), uTo oTpakano HamM4YMe TaCTPOUHTECTUHAIBHBIX
CUMIITOMOB B paMKax rpummnossoit nadexnnn. Vcxon
3a060/IeBaHMs BO BCEX CIy4asaxX ObLI 6/1arOMpPUATHBIM:
16 (84,2 %) mauyeHTOB BBIMMCAHBI C BBI3IOPOBIICHUEM,
3 (15,8 %) pebeHka mepeBefieHbl B [PYTMe CTALMOHAPDI
IJLA TIPOMIOJKEH M A JIEYEHMA C ITOCTIENYIOLEN BbIIIMCKOIT;
JIeTATIbHBIX MICXOZIOB HE 3apeTUCTPUPOBAHO.

Amb6ynatopHoe HabmofeHe TOTPe6OBAIOCH 6 MalllieH-
TaM, KOTOpbIe 00paIanuch B pa3IMIHble MEAUIIMHCKIE
opranmsauuu. CpegHsisi IPOJO/DKUTENBHOCTD 60e3-
HU Ipy aMOy/IaTOPHOM OOpalleHNy COCTaBUI 2,2 HS,
YTO HECKO/IBKO IIPEBBILIAJIO II0KA3aTe/Ib Y TOCINTAIN3N-
POBaHHBIX, HO OCTaBaJIOCh B IpefesiaX paHHUX CPOKOB
3ab0/meBaHM.

JIMarHocTuyecknit CeKTp B aMOYIaTOPHOM 3BeHe
BKJ/II0YA/I IPEMMYIIECTBEHHO JIerKue (popMbl pecrmpaTop-
HOJ1 ITaTO/IOTUI: Y 3 NTaLIIEHTOB OB YCTaHOBJIEH AUaTHO3
J02.9 (octpsiit papunrut), y 2 — J06.9 (octpast pecrmpa-
TopHasA nHpeknua HeyrouHenHas). IIIIP-guaraocTuka
rpuiia aMO6y/IaTOPHBIM NalllieHTaM He POBOAMIIACH,
YTO OTPAaHMYMBAET BO3MOXXHOCTD 1ab0OPaTOPHOTO MOf-
TBEPXKIEHNUA 9TUOJIOTUN B 3TOII IPYIIIIe, OfHAKO SINe-
MMOJIOTMYECKAA CBA3b C 3aPErMCTPUPOBAHHON BCIIBIIIKONM
TPUIIIA Jie/laeT TPUIIIO3HYIO IIPUPORY BEPOATHOIL.

O6mras xapakTepucTuKa

Knnunyeckast kapTrHa 3a060/1eBaHNs IPOSBIISAIACDH JIN-
xopazkoit y 25 (100,0%) maumeHTOB, IIpU 3TOM Cpen-
HAA JOANTCIbHOCTD HI/IXOpaI[O‘IHOFO Hep]/[O]la COCTa-
Buna 3,62 * 1,32 guA, MakcumanbHasg — 7 gHell. Cpegn
KaTapa}IbeIX CUMIITOMOB BerHI/IX ObIXAaTEIbHDBIX
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Tabnuua 1.

KnuHnyeckue npossnexuns rpunna
Table 1.

Clinical manifestations of influenza

M+ SD, pnntenbHoCTb

MNokasatenb n, % R EI DT
Jnxopagka 25, 100 3,62+ 1,32
CnabocTb 20, 80,0 2,63+159
[onoBHas 6o51b 17, 68,0 3,20 £ 1,48
lepueHue B ropne 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
ABLOMUHANbHBIA cMHapoM 5, 20,0 4,50 0,90

myTeil Hambomee 4acTO OTMeYaauch HaCMOpK — y 21
(84,0 %) mereit (B cpegHeM 5,79 + 1,81 pHsI) U Kawenb —
y 22 (89,5%) maumentos (5,68 = 1,70 mus). [lepmenne
B ropie Hab/rofanocs y 12 (48,0 %) manuenrtos. O6mime
CUMIITOMBl MHTOKCUKALMM perucrpuponanacb y 20
(80,0 %) maryeHTOB U COXpaHsIach OT 2 O 6 [Hell; To-
noBHas 6071 —y 68,0 % HeTeit ¢ IPOZO/IKUTETBHOCTDIO
To 5 mHel. [acTpOMHTeCTMHAIbHbBIE IPOABIEHNA BCTpPe-
YaayiCh 3HAYUTENIBHO PeXKe M COXPaHSIN MEHPUIYIO pac-
IPOCTPaHEeHHOCTD (Tabuia 1).

IIpoBefeH cpaBHUTENDbHDBIN aHANIN3 IO BaKIMHA/IbHO-
My crarycy. O61uii oxBar BaKI[uHaImei coctaBun 72 %
(18 n3 25 manmenToB). BospacTHOI cocTaB rpymni Ob1
COIIOCTaBUM: CpeJHUI BO3pacT npuBuThix — 10,5 ropa,
HENpUBUTHIX — 9,3 rofia.

KnuHnyeckas KapTuHA TPUIINA Y BAKLVHIPOBAHHBIX
IIPOTMB T'PUIINIA ¥ He BaKI[MHMPOBAHHBIX JleTell nMMesa
pasnunuus (tabnuua 2): TMXopagKa COXpaHsIach B Cpefi-
HeM 2,43 + 0,78 gHs, Torfla KaK y HempuBUTHIX — 3,7 £ 1,81
nHs (p = 0,073), 9To OTpaxkaeT TEHAEHIUIO K 6oree ObI-
CTpPOMY KyIMPOBAHNIO CMHIPOMA Y BAKLIMHMPOBAHHBIX.

AHanmorm4yHass 3aKOHOMEPHOCTb HabnOmaeTcs
IJ151 peCOIMPATOPHBIX NMPOSBIEHUI: Kallle/lb U HACMO-
PK PErUCTPUPYIOTCA B 00eMX IPYIIIIAX ¢ COMOCTABUMOIN
vactoToit (50/71 u 67/86 % COOTBETCTBEHHO), HO UX JIJIN-
Te/IbHOCTDb CTATUCTUYECKY 3HAYMMO HIDKE Y IPUBUTHIX
(mns kamns 4,20 + 1,34 npotus 5,80 + 1,76 gusa, p =
0,030; mna Hacmopka 2,45 + 0,73 mportus 4,32 + 1,12 gu4,
p =0,0012), uTO CBUAETENLCTBYET O HOTIEee TeTKOM Tede-
Huu 3aboneBaHus Ha ¢poHe BakuMHanuu. JKenymouHo-
KMIIeYHble CMMIITOMBI TaK)Xe MMEIOT MeHee 3aTsIK-
HOe TeueHNe Y NPUBUTHIX MalNeHTOB. Tak, Ipu pBoTe
CpefHAs MPORO/KNUTEIbHOCTD 3MMU30[0B Y IPUBUTHIX
cocrasnser 1,76 + 0,42 gHA, TOrMa KaK y HEIPUBUTHIX —
2,5+ 0,62 gus (p = 0,0036). AGOMUHANIBHBI CUHAPOM
BCTpevasca y 57 % He IPUBUTHIX [jeTell IPOJOIKNUTENb-
HOCTHIO 4,5 + 0,9 gHs.

Cpenu 06crefoBaHHBIX JieTell OTMEYEHbl PasInums
B CTPYKType€ OKa3aHMsA MEAMLIMHCKOJ IOMOIIN B 3a-
BMCHMOCTY OT BaKIJMHA/JIBHOTO CTaTyca. Y IPUBUTHIX
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Tabnuua 2.

KnuHuyeckas KapTuHa rpunna y npuBUTLIX U HEMPUBUTbIX

Table 2.

Clinical patterns of influenza in vaccinated and unvaccinated children

MpuuTbie (n = 18)
Yactotan M +SD,

Henpusutele (n=7)
Yactotan M +SD,
AJIMTENBHOCTb
CMMNTOMa B JHSAX

CumnTtom
JJTENbHOCTb

CMMNTOMa B A HAX

Jlnxopagka  100%, 2,43 + 0,78 100%, 3,70 + 1,81 0,073
Kawwenb 50,0%, 4,20 + 1,34 71,0%, 580176 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 %) Habnropanuch
aMOymaTopHo. B To >xe BpeMst Bce HelIpuBUTBIE fieTH (1 =7,
100 %) 6bLIN TOCTINTATU3VPOBAHBI, aMOY/IATOPHBIX CTy4a-
€B B 9TOJI TPyIIIIe He 3aperucTpupoBaHo. Takum o6pasom,
HeIIpYBUTHIE MAIVIEHTHI Yallle Hy>K/Ja/INCh B CTallVIOHAp-
HOM JIe4eHNM 110 CpaBHEHMIO ¢ puBUTHIMU (100 mpoTns
66,7 %), OIHAKO TPy MaioM 00'beMe BHIOOPOK BBISBIEHHOE
pasnu4nue He JOCTUTAET CTATUCTMYECKON 3HAYMMOCTHI
Y MOXKET pacCMaTpPUBAThCA INIIb KaK TeHIEHIIVA.

AHanms CTPYKTYpbl KIMHNYECKNX JUATHO30B TaKKe
HPOJEMOHCTPUPOBAJI OIIpee/IeHHbIe OTINYN MEXY
rpynnamu. Cpeny NpuUBUTHIX feTell (n = 18) nuarHos
TPUIIIIA C PeCIIVPATOPHBIMI NIPOSABJIEHIAMIY, BUPYC UJIeH-
tuunyposan (J10.1), ycraHaBnuBancsa y 9 ManyeHToB
(50,0 %), coueTaHye BHEOONTBHIYHOI ITHEBMOHIM HEYTOY-
HeHHoI1 (J18.9) ¢ rpumnmom (J10.1) —y 1 pebenxa (5,6 %),
TPUIII C KMIIEYHBIM cHApoMoM (J09) —y 2 mereit (11,1 %).
Jlerkne dpopmer OPBY (ocTpble nHbeKINM BEPXHUX IAbIXa-
Te/IbHBIX IIyTeil HeyTOYHEeHHbIe, J06.9, n ocTpbiit papuH-
TUT HEYTOYHeHHBIN, J02.9) peructpupoBamice y 5 n3 18
HNPUBUTHIX MaLeHTOB (27,8 %). B rpynme HempuBuUTHIX
(n = 7) gmnarnos J10.1 6s11 BeicTaBNIeH y 5 geteit (71,4 %),
TPUIII C KMIIEYHBIM CUHAPOMOM (J09) — y 2 manueHToB
(28,6 %), Torma kak merkue popmsr OPBI (J06.9, J02.9)
He OTMedYannch HM B ofHOM ciydae (0 %). [Ipu aTom
TPUII C KMIIEYHBIM CHIPOMOM Yy HEIIPMBUTBIX BCTpe-
4JajicA B 2,5 pasa 4alle B OTHOCUTE/IDPHOM BbIPa>Ke€HUN
(28,6 mporus 11,1 %).

OpHako Ipy CTaTUCTUYIECKOI OLJeHKe 3TUX Pa3INinii
1o kputeputo x> [upcona ¢ nonpaskoii Veiirca He 651710
HOJTyYeHO 3HAYMMBIX aCCOLMALNIL HU /1A JIETKUX (OpM
OPBJ, Hu g1 pacnpenienieHNs IO yPOBHIO OKa3aHMA I10-
Mo (p > 0,05). DTo 03HaUaeT, YTO HAOMIOaeMble Pasin-
41sl B HOJISAX, BK/IIOYast 60Jiee BHICOKYIO YaCTOTY TPUIIIIA
C KMIIEYHBIM CUH/[POMOM y HEIPUBUTHIX (28,6 TpoTUB
11,1 %) n peructpanuio nerkux ¢popm OPBU Tonbko
y IpuBUTHIX Aeteit (27,8 mpotus 0 %), cregyer MHTEp-
IPeTUPOBATD C OCTOPOKHOCTBIO.

Ananus reMorpaMM MOKa3aJjl, 4YTO BaKI[MHUPOBAHHBIE
HAIVeHThbl MMeNN TeHAeHIVIO K 60/lee HU3KOMY YPOB-
HIO JISJIKOIIMTOB 110 CpaBHEHMIO ¢ HenpuBuThIMI ((6,20 +
1,45) x 10°/n mpotus (8,10 £ 2,34) x 10°/m, p = 0,080). Uncno

Tabnuua 3.

JlabopatopHble nokasatenu (1-2-i feHb 6onesHm)
Table 3.

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

lpusuTbIE

Henpusuteie
(n=7)
M+ SD

lNokasatenb (n=18)

M=SD

JNenkouutsl, x10°/n 6,20 £ 1,45 8,10+ 2,34 0,080
Jiumcouutel, x10°/n 1,40 + 0,38 1,00 £ 0,21 0,0029
Heiitpodunsl, x10°/n 510+ 1,80 581162 0,36
TpoMboumtel, x10°n 215,00+ 48,00 205 + 69,00 0,73
CPB, Mr/n 24,50 +5,23 3527 +4,76  0,00034

HeTPO(UIOB ¥ TPOMOOLMTOB CYIIECTBEHHO He Pasyiy-
vasoch Mexxay rpymmamu ((5,10 = 1,80) x 10°/n 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 JieTell OTMEeYaI0Ch JOCTOBEPHO 60JIee BBICO-
Koe abcomoTHOe KomndecTBo mumponnTos (1,40 + 0,38) x
10°/n mpotus (1,00 + 0,21) x 10°/11, p = 0,0029), 4TO MOXKeET
CBU[IETETIBCTBOBATH O O0/Iee BIpa)KeHHOM MM onnTap-
HOM 3BeHe IMMYHHOTO OTBeTa B PaHHIe CpPOKU 3aboste-
BaHus1. Hanportus, koHueHTpanys C-peakTUBHOTO GeKka
ObL/Ia 3HAUNTETIBHO BBIIIIE Y HEIPUBUTBIX IAIMEHTOB (35,27
+ 4,76 mpotus 24,50 * 5,23 mr/1, p = 0,00034), 4TO yKa3bI-
BaeT Ha 607iee BHIPaXKEHHYIO CUCTEMHYI0 BOCIIATUTE/IBHYIO
peak1uIo B 9TO rpymme (tabmuua 3).

K MoMeHTY pekoHBanecueHnun Hopmannsanus C-pe-
aKTMBHOTO Oe/IKa y IPUBUTHIX IPOUCXOANIIA ObICTpee: ero
YPOBEHb YMEHDBIIMU/ICA B 2,5 pasa, TOI/la KaK y HEIIPUBM-
ThIX — B 2,0 pa3a 3a aHaJIOTMYHBIN nepuop. BosmoxHo,
3TO MOXET OTpaXkaTb 0COOEHHOCTU MMMYHHOTO OTBETa
1 607lee BBIPa>KEHHYI0 BOCIIAJIUTE/IbHYIO PEaKIINIO y He-
MPUBUTHIX TALIVIEHTOB.

OcenpTaMUBHUp Ha3HAYAJICA BCEM CTAI[MIOHAPHBIM IIa-
I[VIeHTaM CTaHAAPTHBIM 5—6-THEBHBIM KypCOM. AHTMOAK-
TepuasbHasA Tepamnsa npuMeHeHa y 3 (16 %) manneHToB
10 MHAMBYUYATbHBIM IOKa3aHMAM. JKaponoHinkarome
npernapatsl (apareTaMor, noynpodeH) B cTaluoHape
He Ha3Ha4a/yCh, YTO CBUJIETETbCTBOBAJIO O KOHTPO/IN-
pyeMoli muxopagKe K MOMEHTY NMOCTYIIIEHM L.

O6c¢cyxpaenne

Hacrodmee nccnenopanme onmcpIBaeT BCIBIIKY TPUIIIA
A (H3N2) B 3aKpBITOM [IETCKOM YYPEeXKIEHUM COLMAIb-
HOJ 3aIUTBHI, YTO HPEJCTAB/IsIeT COOOI KITACCUYeCKMit
npuMep OBICTPOTO PaCIPOCTPAHEHN ST BBICOKOKOHTATO3-
HOTO PecnypaTOpHOrO BUpPYCa B YCIOBUAX CKYYEHHOCTU
¥ TECHBbIX 6bITOBbIX KOHTAaKTOB. BHI/I,HGMI/ILICCKaH KPI/IBaH
C KOPOTKMM MHKYOAl[MOHHBIM MHTepBanoM (1-2 pHs)
U IIMKOM 3a6071eBaeMOCTY B TedeHle 24 4acoB IOC/Ie Mac-
COBOTO MepOIpPUATHUSA YKasblBaeT HA OJHOPAa30BOe 3apa-
aroiiee cobpitue. IlogobHasi fUHAMMKaA OMMCAaHA B pa-
6ote L. Tesema u coast. (2022), roe Bcubimka A (H3N2)
HOC/Ie IIKO/IBHOTO GaHKeTa oxBaTmia 41 % y4acTHUKOB
C MeIMaHOI MHKYOAI[IOHHOTO Ieprofa 47 4acos [5].



Bcmplmmka mpogeMOHCTpUpPOBaIa BEICOKII YPOBEHD
KOHTarmo3HOCTHU Jla>ke Cpeny BaKI[MHMPOBAHHBIX JINLI
(cpemu 3abonmeBmux 72 % OBIIM MPUBKUTHI), YTO MOJ-
TBEPXX/IaeT HEeIlOJTHYIO CTePIN3YIONIYIO 3aI[UTy BaKIIV-
Hbl mpoTyB A (H3N2), xapakTepHYI0 A/ 9TOTO IITaMMa
B mocnenHue roppl [12-14]. B To ke Bpems BakIMHALWS
OKasajia YeTKoe MopyuIupyollee BIMAHNE HA TKECTb
3ab0/1eBaHMs, CHU3NUB YaCTOTY TOCIIMTATU3ALINIA, I/INU-
TEIBHOCTD (PeOPUIBHOTO MePUOfia U BBIPAXKEHHOCTD CH-
cTeMHoI1 BocnanutenbHol peakuunu (CPb 24,5 mportus
35,3 MI/1y HEIPUBUTHIX). DTY JAHHBIE COTIACYIOTCA C pe-
3y/IbTaTaMU KPYIIHOTO MHOTOLIEHTPOBOTO VMCCIIE/IOBAHNSA
B CIITA (2024), rie 9¢$eKTUBHOCTD BaKIIMHALIMN IPOTUB
TAKEJIOTO TPUIIIA Y JieTell cTabyIbHO IpeBbInrana 50 %
10 BceM ToKasaTensm TsikecTu [13]. A. Cantarutti u coasr.
(2022) B momynAuMOHHOM McCIefoBaHNM B VTamuu Tak-
JKe TOATBEPAMIN IIPOTEKTUBHBIN 3P deKT BaKIMHALINN
y 3OpOBBIX meteit [15].

IANuUmeMnoIornYecKme ocooeHHocT. B Hamem uc-
cnefoBaHUy 68 % coydaeB NPUIINCH HA OGHU CYTKHU
(22.11.2025 r.), 9TO MOATBEP>K/IAET POJIb CYIepPpaCIpoO-
CTPaHAILINX COOBITUI B SNMMUAEMMOIOTUA IPUIIIIA B 3a-
KPBITBIX KOJIEKTUBAX.

TacTpoMHTeCTUHAaNbHBIE IPOSBIEHNS, 3aDUKCUPO-
BaHHbBIe Y 20 % MaIueHToB (B OCHOBHOM Cpeiy HeIpUBU-
TBIX), 3aC/Ty>KMBAIOT OTHE/NTbHOIO BHUMaHNA. VX yacrora
COIIOCTAaBUMa C pe3y/NbTaTaMIU KPYIHBIX SMNIEMUOJIO-
TMYECKUX UCCIIEJOBAHMIA, THE JKely OYHO-KUIIeYHbI
CUMHIpOM BBIABNANCA Y 15-35% peteit ¢ rpunmnom A.
T. A. Bullock u coasrt. (2025) B 0630pe MexaHM3MOB ra-
CTPOVMHTECTUHAIbHOTO MTOPa>keHUsI IPY Tpumie A 1mop-
YepPKUBAIT, YTO A0JOMMHATbHBIE CUMIITOMBI 4Yalle
BCTPEYAIOTCA Y IETENl U MOTYT OBITh OOYCIOBJIEHBI
KaK CUCTeMHBIM UMMYHHBIM OTBETOM, TaK U NMPAMBIM
meitctBueM Bupyca Ha JKKT [6]. C. Dilantika n coasbr.
(2010) B uccnemoanuu 2032 gereit B VIHgoOHe3UU BbIA-
BIUIM, YTO BUPYC I'PUIIIIA ONIPeeAeTCA Y 3HAUNTETbHO
TONMK HequaTpUYeCKMX MALMEHTOB C Auapeeil U IpUIIo-
nopo6HbIM 3ab0eBanHueM [8]. OTcyTcTBMe 6aKTepuab-
HOJI U KMILIEYHON BUPYCHON MaTONOTUY IIPK obceno-
BAaHNM MOATBEPKIAeT BUPYCHYI0 IPUPOAY CHMITOMOB.
YuuteiBasi 60jee TsKenoe TedeHne u 6onee BBICOKIE
ypoBHM C-peakTHBHOTO Oe/IKa Y 9TVX MAIVIEHTOB, MOXKHO
MPefIONOKUTD, YTO FaCTPOMHTECTIHATbHBIE MIPOSIBIIE-
HISA BBICTYHAIOT MapKepOM CUCTEMHOTO BOCHA/TNTENb-
HOTO OTBeTA.

Temaronornyeckie 0COOEHHOCTH TAKXKe COOTBETCTBO-
Ba/IyM KJIACCUYECKON KapTUHE IPUIIIIA — OTCYTCTBUE JIEN-
KOILIMTO3a IIPY yMEPEHHO TMM(OIEHNN 1 IOBBIIIEHNN
C-peakTusHoro 6enka. IIpu aTom 60nee BpicoKas ab-
comoTHasA nmuMdounnrtapHas paknua y BAaKIMHUPO-
BAHHBIX JleTell MOXXeT YKa3blBaThb Ha (OPMUPOBaAHNE
c6aTaHCMPOBAHHOTO MUMMYHHOTO OTBeTa C MEHbLIE
aKTMBaIVell HeITPOPUIBHOTO 3B€Ha, YTO COOTBETCTBY-
eT TUIIOTe3e «IIPAIMIPOBAHHOTO» MIMMYHUTETA II0CIe
BakumMHaIuu [16].

ApxuB neguarpuu u getTckoit xupyprun Ne4 [3] 2025 roga

Bce rocnuranusupoBaHHbIE MAIMEHTHI IIOTyYann
OCeTbTaMIUBUP, YTO MOIJIO CIIOCOOCTBOBATH KOPOTKOIA
MPOIOKUTENBHOCTY 3a00/IeBaHusI (CPeHSS I/IUTENb-
HOCTb TOCIUTANM3anuu — 6,1 [Hs) u O1aronpusiTHBIM
ucxoaM 6e3 OCTIOKHEHMIT. DTOT pe3y/IbTaT COITIACYETCs
C CUCTEMHBIMU MeTaaHaIN3aMM, IeMOHCTPUPYIOMNMU
COKpalleHNe JINTEIbHOCTY NNXopafky Ha 18-30 gacos
IpY paHHEM IIPUMeHeHNN oceibTaMuBupa (17, 18].

Takum 06pa3oM, IIpoBeeHHOe KOTOPTHOE MCCTIe0Ba-
Hle yOeaUTe/IbHO MIOATBEPXK/IAeT, YTO AakKe IPYU IPOPbI-
Be BaKIIMHA/TBHOTO Oapbepa BaKLMHALVSA CYIeCTBEHHO
CMsrYaeT KJIMHNYECKOe TeUeH)e TPUIINa U CHUYKaeT Ha-
TPY3KY Ha CHCTeMY CTAllIOHAPHOTO 3[paBOOXPaHEHNA.

3aknrodeHne

Benpimka rpunma A (H3N2) B 3aKpbITOM JIETCKOM yd-
PEeXIEHNM COIPOBOXJANach OBICTPBIM PacIpoCTpa-
HeHMeM WMHQeKIUM IO THUIy TOYEYHOTO MCTOYHMUKA
U BBICOKOJI CTEIIeHbI0 BOBJIEYEHNA NPOXMBAIINX. 3a-
6oneBaHMe IPOTEKA/NO NMPEUMYIIECTBEHHO B CPEIHETS-
Xeroit popMe 1 MMeTIO 6/1aTON PUATHBII MCXOJ, Y BCeX I1a-
IIMEeHTOB. BakiyHanus npoTus rpumnmna He obecrednna
IIOJIHOV 3alMThI OT MHPUUINMPOBAHNSA, OHAKO OKasaja
BBIPA>KEHHBIII IPOTEKTUBHBII 3P eKT, MPOsBUBIINIICS
B CHIVDKEHMM YaCTOTHI TOCIMTANM3ALNI, YMEHbIICHNN
MHTEHCUBHOCTY K/IMHNYECKMX CUMIITOMOB, MEHBIIe
BBIPQ)KEHHOCTY BOCIIA/JIMTE/ILHOTO OTBeTa (IO ypOB-
Hio CPB) u 6oree OBICTPOM K/IMHUYECKOM BBI3IOPOB-
NMeHuM. OTU [aHHbIE IOATBEPXKAAIOT HEOOXORMMOCTD
HOAIJiep>KaHM A BBICOKOTO YPOBHS OXBaTa BaKI[MHAIVel
B OpPTaHM3OBAaHHBIX JETCKUX KO/UIEKTMBAX, OCOOEHHO
B YUPeX/IEHNAX 3aKPBITOrO TUIIA, Iie PUCK pacIpoCcTpa-
HEHI S TPUIIIA YPEe3BbIYalTHO BBICOK.

BriBogb1

1. Bcnibrmka rpumnma A (H3N2) B eTckoM yupesxxjeHnn
3aKPBITOrO THUIIA VIMEJIa XapaKTep TOYEYHO, CBA3aAHHOM
C e[INHBIM COOBITMEM Ilepefadn MHPeKIun.

2. KnuHnueckas KapTiHA y JeTell XapaKTepu30Banach
HOMMHIPOBAHNEM PeCIMPATOPHBIX CUMIITOMOB (JIMXO-
pajfika, Kalllelb, pUHOpes), pe>ke perucTpUpoOBaINCh ra-
CTPOVMHTEeCTUHA/IbHBIE TposABIeHns (20 %).

3. BaknuHamnusA npoTyB TPUIIIIA JOCTOBEPHO CHIDKAIA
IINTENbHOCTD KAl ¥ PUHOPEN, YMEHbIIAajIa BhIpa-
JKEHHOCTh CUCTEMHOTO BocmnanurtenbHoro orsera (CPb
24,5 npotus 35,3 mr/m; p = 0,0003) n cnoco6¢TBOBa-
na 6o7ee OBICTPOMY KIMHUYECKOMY BBI3ZOPOBICHUIO.
Y HeNmpUBUTHIX fieTell 4alle OTMeYaauch racTpPONH-
TeCTVHa/TbHBIE NIPOSIBJIEHN A, 60/Iee BBICOKAsA MOTpe6-
HOCTh B rocuuranusanuu (100 npotus 67 %) un 6onee
BBIpa>kKeHHbIe TabopaTOpHble MPU3HAKY BOCIIaTICHNU.
[Tony4yeHHbIe pe3ynbTaThl IOATBEPKAAOT 3HAYMMOCTD
BaKIMHAIMM KaK MeTOJAa He TOTbKO IPOPUIAKTUKN
3a00/1eBaHM, HO U OTPAaHUYEHNS eT0 TSXKECTU Y Me[y-
KO-COI[Ma/IbHBIX IIOC/IE[ICTBUIL P BCIIBIIIKAX I'PUIIIIA
B IETCKUX KOJIIEKTMBAX.
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(mexmms)

A. V. XaBkuu"?, A. H. CynranoBa’, A. B. Haneros?, E. A. banakupesa®

' TBY3 MO «HayyHo-uccnenoBaTeNlbCKU KIIMHUYECKUIA MHCTUTYT feTcTBa MuH3apasa MockoBcKoi obnactu» (yn. KoMuHTepHa,

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

2 OrAQY BO «benropoackuit rocynapcTeeHHbI HaLMOHANbBHbINA UCCeloBaTeNbCKUIA YHUBepcuTeT» (yn. Mobenpl, a.85, r. benro-
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Pestome

B coBpeMeHHoM obLlecTBe HabnpaeTcsa yBenuyeHue poxaa-
€MOCTU JeTeil C OrpaHUYeHHbIMU BO3MOXKHOCTAAMU 3[0p0BbS
(OB3). TpyaHoCTH, C KOTOPbIMKA CTasIKUBAKOTCA POAMTENM, BOC-
nuTbiBalowme pebeHka ¢ OB3, BKNKOUAKOT MCUXONOrMYECKHe,
3KOHOMMYECKME W couManbHble Npobnemel, Tpebytowwme rnybo-
KOro MOHMMaHUs UX NCUX0NOrMYECKOl afanTauum.

Pogutenn, socnutbiBatowme pebenka ¢ 0B3, nogsepratot-
CSl BbICOKOMY PUCKY YXYALIEHUS NMCUXMYECKOTO 3[0p0BbS, TaK
KaK MM HeobXxoAMMo CoBMeLLaThb YCUIieHHY 3aboTy o pebeHke
¢ opyrumu obszaHHocTaMM. CTpecc, KOTOpbI OHK UCTIbITHIBALOT,
CKa3blBaeTCA Ha KaYeCTBe XM3HM BCEN CEMbM, NPUBOASA K MOSAB-
NEHU0 CUMNTOMOB AENPECCUM, HAPYLIEHUI CHA, XPOHUYECKOM
YCTaNoCTH, CHAXKEHUIO COLMANBHON aKTUBHOCTH.

Mcuxonoruyeckas apantaumsa poauTeneid, BOCMUTLIBAKOLLNX
pebeHKa C OrpaHu4eHHbIMWA BO3MOXKHOCTAIMU 3[0p0OBbSfl, SiB-
NAeTCA CNOXHBIM U MHOrodaKkTopHbIM npoueccoM. PoxaeHue
pebeHKa ¢ 0COOEHHOCTAMM B Pa3BUTUM 4YacTo Koppenupyet
C LMCrapMOHWUYHOW CEMEHOM cucTeMoi. Poamtenbckue ycta-
HOBKM M MOJENU BOCMMTaHUS OKa3blBalOT BNIUSIHWE HA pasBu-

Tue pebeHKa. MocKoNbKY ceMbs CTanKUBAETCA € TPYAHOCTAMM
B BOCMUTAHMM, TPEDYIOLLMMU 3HAUUTENBHBIX YCUIUIA, TEPNEHNUS
W nbBM, POAMTENM MUMEIOT TEHAEHLMIO K rUNeponeKatoLLei
WK, HaNpOTWB, OTBEPraloLLei NO3MLMM MO OTHOLIEHWIO K CBO-
eMy pebeHky.

PoxpeHne pebeHKa ¢ NCUXMYECKUMU U GU3NYECKUMI Hapy-
LIEHMAMM CTAHOBUTCSA CEPbE3HOI MCUXONIOrMYecKoi TpaBMOi
AN pofuTeNen, NOCKONbKY MHOTME U3 TaKWUX AETeN He COoT-
BETCTBYKT 00pa3y pebeHKa, KOTOPOro oOHW oxupanu. 3ava-
CTyl0 006LLEeCTBEHHOE OTHOLUEHWE K AETAM C OrpaHWYeHHbIMU
BO3MOXHOCTAMU 3[10POBbS U UX CEMbSAM DObIBAET HEraTUBHLIM
W OTBEPraoLLMM, YTO eLle DosbLLe OCNOXKHSET UX NONIOKEHUE
B obwwecTBe. MHorue ceMbu He CMOCOBHBI CaMOCTOATENBHO
CNpaBUTbCA C TPYAHOCTAMM, CBA3aHHBIMU C NOSABNIEHNEM pebeH-
Ka C orpaHNYeHHbIMU BO3MOXHOCTAMM 3[10POBbS.

Lenbio nekuun ABNAETCS aHanM3 COBPEMEHHbIX CBEEHMI
0 MpobieMHbIX acneKTax MCUXON0rMYecKoW ajanTauun pofau-
Tesiel, BOCMMUTBLIBAOWMX pebeHKa C orpaHUYeHHbIMU BO3MOX-
HOCTAIMW 310POBbA.

KnioueBble cnoBa: fetm c OorpaHn4eHHbIMN BO3MOXHOCTAMU 340P0BbA, poanTesin, BOCnuTbiBaloLmne p969HKa C OrpaHn4yeHHbIMKU
BO3MOXHOCTAMU 3[10p0BbA, NCUX0JSI0rM4eCKaa agantauma pOJJ,VITEﬂEVI

[ns umtupoBanmsa: XakuH A. W., Cyntanosa A. H., Hanetos A. B., banakupesa E. A. KauecTBo u3HM ceMei, BOCNUTLIBAOLLMX
JeTel C orpaHUYeHHLIMU BO3MOXHOCTAMM 340p0BbA (NeKuuns). Apxus neduampuu u demckoli xupypeuu. 2025;3(4):26—35.

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

26



CeepneHus 06 aBTopax / Information about the authors

[~ XaBKuH AHaTonuin Unbuy, a. M. H., npodeccop, pykoBoauTens MockoBcKoro obnacT-
HOr0 LieHTpa AETCKOW racTpO3HTEPONorum 1 renatonoruv um. A. B. Masypura 'by3 MO
«HayuHo-1ccnenoBaTenbCKUA KITMHUYECKUI MHCTUTYT feTcTBa» MuH3apasa Mockos-
CKoit 0bnacTy; npodeccop katbeaps neanatpum Meamumtckoro nictutyta rAQY BO
«benropoacknit rocyAapcTBEHHbIN HALMOHASbHBIV MCCel0BaTENbCKUIA YHUBEPCUTET,
e-mail: khavkin@nikid.ru, https://orcid.org/0000-0001-7308-7280

CyntaHoBa Aknuma HakunoBHa, 4.M.H., npodeccop Kadeapbl NCUXMATPUKM, HapKo-
JI0rMK, NCUXOTEPanuK U KIuHWUYecKoi ncuxonorum, ®rBOY BO «HoBocubupckuia ro-
CYAapCTBEHHbIA MeAULMHCKMIA yHMBepcuTeT» Munagpasa Poccuu, e-mail: sultanova.
aklima@yandex.ru, SPIN-koz: 5719-0860, https://orcid.org/0000-0001-6420-6591

Hanetos Anppeit Bacunbesuy, a.M.H., npodeccop, 3aBeaytolimini Kabenpon negmna-
Tpun N2 2 OIB0Y BO «[loHeLKMIA roCyAapCTBEHHbIA MEAULMHCKWIA YHUBEPCUTET UM.
M.TopbKoro» MuH3gpasa Poccuu, raBHbIN BHELLTATHbIA AETCKWIA CreumanucT-ractpo-
3HTeposior MuHKcTepcTBa 3ApaBooxpaHenus [loHewkoi HapoaHoi Pecnybnukuy, e-mail:
nalyotov-a@mail.ru, SPIN-Kkop: 5876-7445, https://orcid.org/0000-0002-4733-3262

banakupeBa EneHa AnekcaHApoBHa, [. M. H., AOLEHT, 3aBefytoLias Kadenpon neam-
atpum, OTAOY BO «benropofickuii rocynapcTBeHHBIM HaLLMOHaMbHBIA UCCeAoBaTE Mb-
CKWI yHMBEpcUTeET, https://orcid.org/0000-0002-3919-7045

KoHdnmKT nHTepecos
ABTOpLI 3as1BNSIOT 00 OTCYTCTBUM KOHDIIMKTA UHTEPECOB.

McTOYHMK DUHAHCMpOBaHUS
BHelLHee dbWHaHCMpoBaHMe He NpUBIEKanochb.

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

AklimaN. 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 birth 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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[Tcuxomoruveckas ajanTanus popuTeneil mpu 60-
Jle3HU pebeHKa SIB/ISAEeTCS CTIOKHBIM IIPOL[ECCOM, B XOfie
KOTOPOTO POAWTENN OCBAMBAIOT HOBbIE HABBIKY, CBA3aH-
Hble ¢ 3a00/1eBaHMeM uX peberka. 3aboneBanne pebeHka
paccMaTpuBaeTcs Kak ICUXOTpaBMUpyIoliee COObITHeE,
OT/IMYalolieecs HeIPeCcKa3yeMOCTbIO 1 00/Iajafolee Bbl-
COKOJI CYO'beKTUBHOI 3HaUMMOCTbI0. HetocTaTtok ombiTa

B pelleHN TOOOHBIX TPO6/IEM CYIIeCTBEHHO YCUINBAET
ypoBeHb cTpecca. CTelleHb CTPecCOyCTONYMBOCTI 3aBU-
CUT OT BHYTPEHHUX PECYPCOB U HaMU4Us HOAIEPKKA
CO CTOPOHBI OKpPY>KeHMs1. Ba)KHBIM IOKa3aTeneM IICUXO-
JIOTMYECKOIl aalITallNy POJUTENeN K IedeHNIo 60e3HN
pebeHKa sAB/IseTCS TSAXECTb ero cocTostHus. Ha panHnx
aTaIax peMyccyum 60/e3Hb OKa3bIBajIa 3aMeTHOE BIVAHIE,
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HOCKOJ/IbKY IICUXO/IOTMYeCKas afjaliTallyisi POJUTENeNl CHI-
XKasach IpYU YXYAIUIEHNN COCTOSAHMS pebeHKa U, Halpo-
TUB, Y/Iy4Ilanach ¢ ero CTabunmsarueit 1M BOCCTAaHOB-
nenneM. C TedyeHNeM BpeMeH) OCTOSIHHO MEHSIIOLIeecs
HecTabu/IbHOE COCTOsIHME pebeHKa IPUBOAUT K CHIDKE-
HUIO 9YyBCTBUTE/IBHOCTY K 9TVM VI3MEHEHMAM [1].

ITenbio neKkuuy SBISETCS aHAMN3 COBPEMEHHBIX CBe-
JIeHIT1 O TPOOIEMHBIX ACIIEKTaX IICUXOIOTMIECKOI afiar-
TAIV POJUTENEll, BOCHUTHIBAOINX peOeHKa C OTpaHm-
YEeHHBIMU BO3MOXXHOCTsIMYU 310poBbsi (OB3).

Marepuanom i/ TeKIuy TOCTY KW 31 TuTepaTy pHBbIi
MCTOYHUK I10 JaHHOIT IIpobieme.

MeTOJII)I NCCICeJOBAHNA IICUXOTIOIMIECCKOTIO
CTpecca n afanTanmm B CEMbeE

[Tcuxonormdeckass ajanTanys PpOJUTENE, BOCINUTHI-
BaOIUX pebeHKa C OTPAaHMYEHHBIMU BO3MOXKHOCTIMMU
3[0POBbsI, OIpENeNsieTCs] B KOHTEKCTe KOMIIJIEKCHOTO
INpYMeHeH!sA AMAarHOCTMYeCKMX MeTONOB. B mepBylo
oYepe/b Ba>KHO OLIEHUTDb OOLINIT YPOBEHb POANUTEIBCKO-
ro crpecca («IlIkanma popurenbckoro crpecca» («Paren-
tal Stress Scale»), pycckos3bruHasA BepcusA B afilaniTaliun
10. B. Mucuiok, V. B. THXOHOBOIL, BBIABAAIOAA OOL ML
YPOBEHb POANTENILCKOTO cTpecca). CUTyauns posKaeHUs
u BocnuTaHus pebenka ¢ OB3 KoppeKTUpyeT yHOBIeT-
BOPEHHOCTb POJIUTENILCKON POJIBIO M CBSA3aHO C YCTAaHOB-
KaMI Ha poguUTenbCcTBO. C 9TOI 11eIbI0 ONTYMaTIbHBIMU
B JIMarHOCTUYECKOM IIJIaHe PacCMaTPUBAIOTCS TaKue
OIIPOCHUKN, KaK «MeToguKa NCCIelOBaHNs YIOBIETBO-
PEHHOCTU PORMUTENbCKOI ponbio» («Parent Satisfaction
Scale») Baganranum E. B. Ky¢rsak u onpocuuk «Intensive
Parenting Attitudes Questionnaire» (IPAQ) B agamra-
nyu 0. B. Mucniox, A. V. [Ipuxupsxo, I1. C. PoraueBoit
1A AMAQTHOCTUKY BBIPA>KEHHOCT YCTAHOBOK Ha MHTEH-
CUBHOE pOANTEeNbCTBO [2]. Basucuble yOexneHMs BbI-
CTYHAaIOT OCHOBON BOCIPMATUS OKPYXKAIOLIETO MMpa
(mobpoXkenaTenbHOCTH, CIPaBeINBOCTH), KOHTPOJIN-
PYeMOCTI/HEKOHTPOINPYEMOCTH COOBITHUIL U C 9TOI Ije-
NbI0 PEKOMEH/IyeTCs IpMMeHeHNe SKCIpecc-BapuaHTa
onpocuuka «Illkama 6asucHbIx yoexxaeHuit» P. SInodd-
Bynpman (World Assumptions Scale (WAS)) B aganra-
nun M. A.Tlagyn u A.B.Korenpanxosoit [3]. Pesiomnu-
pylolIeil B JMarHOCTIYECKOM I/IaHe MOXKeT BBICTYIINUTD
IIkana onenku Kavecrna >kusHu (Q-LES-Q, J. Endicott
etal. (1993)) B agantanuu H. E. BogonesHoBoi, koTopas
BBICTPOEHA B €MHOM KJII0Ye OLIEHKM) YIOBIETBOPEHHO-
CTU pa3HbIMU cepaMyl KU3HY, a He PeasbHOTO YPOBHSA
bYHKIMOHNPOBaHNUA B 9TuX chepax [4].

Popurereit, BOCIUTHIBAIOIINX «0COO60ro» pebeHKa,
MOYXHO Pa3fe/INThb Ha JBe TPYIIIbI B 3aBUCHMOCTH OT UX
CIIOCOOHOCTY AANITYPOBATHCS K TPYAHBIM >KM3HEHHBIM
00CTOATENHCTBAM UM IACCUBHOCTY M/IM AKTUBHOCTHU 3a-
MM THBIX MEXaHM3MOB IICUXUKM. [lepBas rpymma BKIova-
eT TeX, KTO He MOXKeT a[JalITUPOBAThCSA K IIPOU3OIIEAIIEMY
U He IPVHMMAaeT M3MeHeHUs B cBOe K u3HU. OHU CKJIOH-
HBI TEPSTh KOHTPOJIb HaJi CBOYIM SMOLVIOHAJIBHBIM COCTO-

STHIEM ¥ TIOBeJIeHMEeM, YTO IPUBOAUT K IMOIIMIOHAIBHO-
MY OTBep>KeHMIO peOeHKa, HeBPOTU3ALMNU Y JeIIPECCUIL.
Bropas rpymnmna, HAaIpOTUB, afANTUPYETCS U AKTUBHO
IPOTUBOCTOUT CTPECCOBBIM CUTYALVAM, UCIIONb3Ys BCe
JOCTYIIHBIE PECYPCHI /1A YXOfja 32 peOEHKOM U COXpaHe-
HIS1 CBOero Oyarononyuns. [I71st mpencTaBuTesielt BTOpoi
TPYIIIBI XapaKTepHa a/jallTAl[MOHHAs YepTa — >KU3He-
CIIOCOOHOCTD, BK/TIOYAIOLIAsA TNOKOCTb U YCTONYNBOCTD
K BHEIIHUM BO3JIeJICTBUSM, KOTOPbIe CIIOCOOCTBYIOT HOP-
Ma/IM3aluy IICUXMYECKOTO COCTOSTHIA [5].

[TeccMMMCTUYHO HACTPOEHHBIE POLUTENN C BHEITHUM
JIOKYCOM KOHTPOJIA COOOIIAIOT 0 60/Iee HU3KUX YPOBHAX
MICUXOMOTMYECKO aJallTAl{MM M UCIIBITHIBAIOT BBIpA-
JKEHHBIII CTPecC IPY YXOfie 3a AeTbMU C HapyIICHUMMN
pasBuTHs. Takye poguTenn 3a4acTyio He 00/IafjaloT Ha-
BBIKAMU IPUHSATUS OTBETCTBEHHOCTH 3a IPOLIECC jIede-
HIUSL, @ TAK)KE He OCO3HAIOT, KaK /IeVICTBISI BIMSIIOT Ha X0
co6bITuit. HU3Knit ypoBeHb afjaliTaliuy TaK>Ke MpPOsB-
JISIeTCA B TOM, YTO TaKMe POJUTENIN YYBCTBYIOT HeyBe-
PEHHOCTDb B NIPaBUIBHOCTY CBOVIX PELIEHNII, OLIYIAI0T
HOfJaB/IeHHOE HACTPOEHNe, IOTPYKEeHbI B COOCTBEHHbIE
npobeMsl. Y HUX PeKO MPOSIB/SIOTCS BO/IEBbIE KAYECTBa,
OHM YYBCTBYIOT ce6s1 6€CIIOMOIHBIMY, VICIIBITBIBAIOT
TPYAHOCTH C KOHTPOJIEM 3MOLIMIL, MMEIOT HU3KYIO CaMo-
OLIEHKY ¥ CT/JIKMBAIOTCA € IIpo6IeMaMu B IVIAHN POBAHUM
coero 6yayuero. Takue TIOfM CTPeMATCS 3aHATD U30-
NMPOBAHHYIO NMO3ULINIO ¥ COXPAHUTD AUCTAHLMIO B 00-
meHnu. boree agantuBHble poguTeNny, HAO60POT, GepyT
OTBETCTBEHHOCTb 32 IIPOMUCXOfsALIee, yOexKIeHbI B CBOEIT
CIIOCOOHOCTY BIMATDH HA )KU3Hb, INIAHUPYIOT OyAylIee,
HECMOTPsI Ha OIpefie/ieHHble COMHEHNsI OTHOCHUTETBHO
UX peanusanuiu [6].

MeHee afaniTBHbBIE POSUTENN UMEIOT B CEMbe IIPUHIIN-
IIBI, O PAOIMECS HA KECTKIE HOPMBI SMOILIVIOHAIbHBIX
peakuuit. Cpeny pacIpoCTPaHEHHBIX [e3aLalTUBHbIX
IPUHINUIIOB Haubojiee 4acTo BCTPeYasics 3ampeT Ha BbI-
pa’keHue 3sMOL ML, II0JpasyMeBaIoINI IIpaBuIa, IOOL]-
psolINe Ciep>KaHHOCTb 4yBCTB. Cr1abas yCTONYMBOCTD
K HeO/IaroIoy4yio, BbIpa)kaolasacs B HeCIIOCOOHOCTH
YCIIOKauBaTh, IOAAEPXKUBATD, & TAKXKe B HeaJleKBaTHOI!
peakuyy Ha 9acThble )Kamo0bl 1 cr1e3bl. laHHbIIT TPUHIINATL
IIPOBOLIMPOBAJI y POAVTENIEi BHYTPEeHHee pasiparkeHe,
yXy[LIaM HaCTPOEHME M CHIDKAJ KelaHue o6IaTbcs
co cBouM pebeHkoM. [IpuHInn cemeitHOTrO mepdexun-
OHM3Ma — IIOMCK COBEpPILIEHCTBA ¥ BBICOKMX Pe3y/IbTa-
TOB. [IpMHINI MHAYIMPOBAaHUS TPEBOIM, IPYU KOTOPOIL
PORUTENN HpOABIANM Geccune mepes TPYAHOCTAMI,
pearupys 1uilb TPEBOTOJ U BOTHEHNEM. YCTOMYNBOCTD
K mpo6eMaM Tak>ke CBsI3aHa C MPOJO/DKUTENTBHOCTDIO
OpavYHbIX OTHOLIEHUIL: C YBe/IMYeHNEeM CpOKa OpaduHbIX
OTHOLIEHNI pa3BOJbI poucxopumn pexxe. CyliecTBeH-
HBIM (aKTOPOM HJIs CTaOMIBHOCTM OpaKa sIB/ISeTCA MO-
CTOSTHHAs MOJfIep>KKa B YXOfie 32 peOEHKOM CO CTOPOHBI
POICTBEHHMKOB [7].

I[Tcuxonornyeckas afjanTaluy K HOBBIM YCTIOBUSM >KI3-
HJ VI OCBOEHNE HOBBIX COLMaJ/IbHBIX pOJIEl, (byHKuI/U?{,
3HAHMIT ¥ HaBBIKOB TPeOYIOT MOOMIN3aLINY PECYPCOB



pomuTerneit u ux 6ayKaNIIero OKPY>KeHMA. DTOT HPo-
11eCC CHOCOOCTBYET HAXOXKAECHNIO CYUJI IS IIPEOfONIeHU S
ICUXO09MOLMOHA/IBHOTO cTpecca. [Ipyu npuHATHY MHBaA-
UEHOCTY pebeHKa MpeobpasyeTcs: cucTeMa LIeHHOCTeI,
KOTOpasi He0OXOAMMa /IS TMYHOCTHOTO POCTA PORUTENEN
¥ [ YCTQHOBJICHUSA U TIOAepP>KaHNsA O/IU3KIX, JOBEpH-
TEeJIbHBIX OTHOIIEHUI C «OCOOEHHBIM» pebeHKOM. ITO,
B CBOIO OYepefib, YKPEIUIAIO CBA3Db C PeOEHKOM U CII0C00-
CTBOBAJIO Ty 4Lleli afal TV K BOSHUKIINM IIPo6IeMaM.
BonbIIMHCTBO pofuTeelt CTaIKMBAIUCD C TPYAHOCTAMU
B aflallTallMM, TaK KaK 3aBUCE/N OT OOIeCTBEHHOTO MHe-
HIUSA, He MOIJIY KOHTPO/IMPOBATh CBOM MMITY/IbCHBHBIE
peakLnu 1 4acTo OOBMHSIN OKPY>KAOIIMX [8].

CeMbs1, B KOTOPOIT TOSIBU/ICS peOEHOK C OTpaHNYeHHbI-
MU BO3MO>XXHOCTSIMM 3[J0POBbsI, IIOCTOSIHHO OKa3bIBAeTCs
B YCTIOBUAX IICUXOTPAaBMbL. Y3HAaB O JuarHose pebeHKa,
POAMTENN MCHBITBIBAIOT OCTPble 9MOLMOHAIbHBIE pac-
CTPOIICTBA, BK/IIOYas LIOK U MCTepUUECKMe peaKIuu.
B manpHelimeM 3aTAXXHOM XPOHUYECKUI CTPeCC MOXKET
IPUBECTY K PasBUTHIO PA3TMIHBIX ICUXOCOMATUIECKIX
3aboneBanuit. Co BpeMeHeM CTPecC TONbKO YCUINBACTCH,
IOCKOJIBKY YBE/INYMBAIOTCS 3a00TbI, CBSI3aHHBIE C B3POC-
NeHneM pebeHKa, 4T, B CBOIO OYepelib, HOPOXKAaeT 60/Ib-
niee 6eCroKoiicTBo [9].

Poxpenne pebeHka ¢ 0COOEHHOCTAMY Pa3BUTHSA, €T0O
fla/IbHellIIee BOCIIUTAHME Y TPYAHOCTI C 00y 4eHMeM MO-
TYT BBICTYIIaTh ITATOT€HHBIM IICUXOIOTNYeCKUM PaKTO-
POM, KOTOPBIiT HETATMBHO CKA3bIBAETCS Ha MICUXITYECKOM
COCTOSTHUY POJUTeNIelt, eCTb BEPOSITHOCTD MOSBICHNA
HIpeApPaCcIONOoKeHHOCTY K BOSHUKHOBEHUIO IIOTPaHNY-
HBIX POPM HEPBHO-IICUXMYECKUX PACCTPOIICTB. B Takmx
C/IydasiX CeMbsl 3a4aCTyI0 IOJTHOCTBIO COCPefoTaYnBa-
eTCsl Ha MOTPeOHOCTAX 60IPHOTO pebeHKa, UTHOPUPYS
CBOM COOCTBEHHBIE NPOOIEMBI U aKLEHTUPYs BHUMA-
Hle Ha TPYAHOCTSAX, CBSA3aHHBIX ¢ peOeHKOM. [[nTenn-
HBIJ U ITIOCTOSAHHBIN CTPECC OKa3blBaeT 3HAYUTE/IbHOE
HeraTUBHOE B/IMsAHME Ha IICUXMYECKOe COCTOSIHUE PO-
[ATesIell, CTAHOBSACh OCHOBOIL [/Is1 Pe3KOTO M3MEHEHU s
YCTOSIBLLIMIXCS )KU3HEHHBIX IIPUBbIYEK B ceMbe. [To3nuTus-
Hble TIepe>XMBAHA, BBI3BAHHBIE TTOSIBJIEHNEM pebeHKa
Ha CBeT, CO BpeMeHeM yTacaloT B CBA3Y C OCO3HAHMEM
ero ¢pusnIecKnx HegocTaTkos. [Iporecc popmmupoBanus
HOBBIX >KM3HEHHBIX L[EHHOCTell y POAUTENell 3a4acTyIo
3aTATMBAETCS Ha MPOJO/KUTENbHBIN CPOK. DTO sABIIE-
HJIe MO>KHO OO'BACHUTD MHOXXeCTBOM (PaKTOPOB, TAKMX
KaK OCOOHHOCTM IICUXUKI CAMUX POAUTeIel, HallpuMep
CIIOCOOHOCTD K IPUHATHUIO pebeHKa C 0COOEHHOCTAMMI
pasBUTHUS, pa3HOOOpa3Hble PacCTPOIICTBA, CBA3aHHBIE
C OIIpefie/IeHHBIMMU AHOMA/IMSIMY PAa3BUTIA, @ TAKXKe BIIN-
sTHYe 00lIecTBa Ha CeMbI0 BO BpeMs B3aMMOJENCTBUA
¢ okpy>xatomumu [10].

B xopme uccmenoBaHus MCUXOIOTMYECKOTO O1aromno-
y4us PORMUTENeN], BOCIUTHIBAOINX pebeHKa ¢ orpa-
HUYEHHBIMY BO3MOXXHOCTSIMU 3OPOBbS, BBIABIIEHO,
YTO POAMUTEIN 3HAYUTETIBHO PeXKe UMEIOT OIIM3KUe MeX-
JIMYHOCTHBIE OTHOLIEHMS U BBIPAXXAIOT 3a00TY U MOJ-
[EP>KKY APYTUM JIOAsAM. B cpaBHeHMM ¢ poguTensamMu

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

3IOPOBBIX [IeT€ll, PORUTENN, BOCIIUTHIBAIOLINE PebeHKA
¢ OB3, yamje NCOBITBIBAIOT HEIOCTATOK OLYIIEHNA Ca-
Mopeanusanny u pazodapoBaHue B xn3Hu. OHM pexe
CTPOAT NOBEPUTETbHBIEC OTHOIIEHN I, OTPaHMYEHEI B BO3-
MO>XHOCTAX J/I TMYHOCTHOTO POCTa U VICIIBITHIBAIOT He-
YBEPEeHHOCTb B CIIOCOOHOCTY KOHTPOMNPOBATD XKU3HB,
4acTO MOJaBasCch HETaTUBHOMY BO3JeEiICTBUIO 0O1Ile-
CTBEHHBIX HOPM U OLIEHOK OKpy>KaomuXx. YeM coxHee
UM IPOTUBOCTOATD BHELUIHEMY HABJICHNIO U IIPVHIMATD
CaMOCTOATE/IbHbIE pelIeHM) s, TeM Yallle OHM UINYT CIIa-
CeHMA OT CTpecca Yepe3 MeXaHM3MBbI IICUXOTOIMTIeCKO
3aIUThl — OTPULIAHME PeaIbHOCTHU, OTBJIeYeHNe U daH-
tasupoBaHue [11].

Pe6GeHok u cembst
[IpyHUMasA OMarHO3, PORMUTENN YacTO (POPMUPYIOT He-
OIIPaBJaHHO ONTUMMUCTUYIHBIN B3IJIAJ Ha IepCHEKTUBDI
PasBUTHUs CBOETO pebeHKa. Y HuX popMupyercs yoexe-
HIIe, 4TO JIeUeHe MOXKeT BepHYThb peOeHKa K IO/THOLIeH-
HOJ >KM3HU, BIIOCNIEACTBUM IPUBOZsLIee K CO3TAHUIO
MIQOB ceMbl, KOTOPbIe MCKaXKAIOT PeasbHYI0 KapTUHY
U 3aTPYAHAIT 3PQPEeKTUBHOCTD JIeYeHMSI U TepaleB-
Tiyeckuit nponecc. CeMbsl TepsieT BaXHOe BpeMs, He-
ob6XofMMoe IJIs afjaliTaliuy PORMUTENeil U X pebeHka.
CTONKHYBIINCD C IPUHATNEM [VATHO3a, POAUTENN IIe-
PEXMBAIOT IIMPOKUI CHEKTP SMOLMIL: OT rOps, BUHBI,
CTpaxa, 1O pajIoCTy U TOPAIOCTH 3a ycrexn peberka. Heo-
Ipefie/IeHHOCTD, CBsI3aHHas ¢ OyAyIuM pebeHKa, 06s13a-
TeNIbCTBO IPVHIMATD CTIO>KHBIE PelIeHNsI OTHOCUTETBHO
nedeHus 1 0Opa3oBaHMSA, YACTO CBSI3aHHDIE C BBICOKUM
[aBIeHMEeM CTEePEeOTUIIOB OOIecTBa, MPUBOAAT K YCY-
ryO/IeHNI0 COCTOSHUA AucTpecca poputeneit. VHdop-
Malus O AMarHose peGeHKa 3alycKaeT Lie/Iblil IPoLecc
TOpeBaHNUA y POANTeEIel, OMYI[AIONIIX HeCOBITOYHOCTD
MeUThI O IOTHOLIEHHOM CEMENHON XM3HU U CYACT/IMIBOM
Oynymem peberka. OTCyTCTBME HOAHEPXXKU CO CTOPO-
HBI CeMbI 11 APy3eil YacTO MPUBOJUT K YYBCTBY OAVHO-
4YecTBa, 0e3HAIEKHOCTM U M30/MMPOBaHHOCTHU. VIHOrma
POLUTENN UCIIBITHIBAIOT BUHY 3a TO, YTO UX PeOEHOK po-
IVUJICSL C OTPAaHUMYEHHBIMY BO3MOXKHOCTSIMU, YTO MOXKET
CIOCOOCTBOBATh [JEIPeCcCUy U CHMOXKEHUIO CaMOOIeH-
KI. OTO YYBCTBO BMHBI MOXXET BBI3BIBATb CTpEeMJICHUE
K TIOMCKY IOATBEPXHEHNA WIN OIPOBEp)KeHNA HMa-
ruosa. HaBsi3umBasi upesi CIpaBUTHCS C 0e3BBIXOHOI
CUTyauyei BCeMI TOCTYIHBIMU CPeACTBAMU IPUBOAUT
K GOpMMPOBaHMIO HEOIIPABIAHHBIX HaJIeXK]] Ha MeVIIV-
HY 1 Ha MHO>KECTBO HOBBIX U PasHBIX Bpaueil, KOTOpbIe
Moriu 6bl TOMOYb Pe6EeHKY IIOTHOCTDIO U3/IeYUThCA [9].
IIcuxosMOLMOHAaTbHOE COCTOSIHME POGUTENEN Cylle-
CTBEHHO B/IMsET Ha MOAXOJ K BOCIUTAHUIO pebeHKa.
T. B.Jlo3a BbIfiensieT YeTblpe CTU/ISI BOCIUTAHNA B 3aBU-
CUMOCTH OT COCTOSIHMS ponutesneil. B mepsom mogxope
IpeficTaB/IeHns 00 YMEHNUAX U CIIOCOOHOCTAX pebeHKa
Y pORMTENEN UCKaXKeHbl. MaTepy 13 JaHHO KaTeropumn
XapaKTepU3yITCs HOBBIIIEHHOI HANPSYKEHHOCTDIO 1 BbI-
PaXKeHHOJ TPEBOXXHOCTBIO. TaKol ITofxo/, K BOCIIUTAHNIO
0OBIYHO 3aTparuBaeT BCeX YWIEHOB ceMbl. Bropoit monxop
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XapaKTepM3yeTcsA TUIIONPOTEKLME ¥ XOMOJHBIM CTH-
7eM o61eHus. B Taknx ceMbsx HabmofaeTcs Hermybokas
9MOLMOHA/IbHAS CBA3b C peOEHKOM, KOMIIEHCHPOBaHHAs
HOBBIIIEHHOI OZUTEIPHOCTBIO B BOIIPOCAX 3/[0POBbs
U Ype3MepPHBIMY TPeOOBaHMAMMU K CIlelnuanucraMm. Ma-
TP YaCTO IPOSAB/IAIOT aTPECCHIO IO OTHOIIEHNIO K MeV-
IIHCKUM paboTHMKaM. Bojiee KOHCTPYKTVBHBIIL TOAXON
B BOCIIMTAHUY XapaKTepeH [ CTUIA COTPYSFHINIECTBA.
B Takmx ceMbsX CYIIeCTBYeT Bepa U yOeXXJeHue B CIO-
COOHOCTAX U HOTeHIIMae pebeHKa, OTHAKO 3TO CYIUT
pasodapoBaHIUe B CIy4yae HETOCTVDKEHNA OXIaeMbIX
pesynbpTaTtoB. Pogurenn us 9Toi rpynisl 4acto obpa-
MAIOTCA K Pa3/INYHBIM CIIEIUATICTAM, YTO OKa3bIBaeT
OTpMLIaTe/IbHOE BINsAHNE Ha pasBuTHe pebeHka. YeTsep-
TBIV IIOJ X0, XapaKTepU3yeTCs aBTOPUTAPHON ITO3MIMEl
pOnuTeNelt U pepecCUBHBIM CTUIEM OOLIEHNs B CeMbe.
Popgurenu TpebyioT oT pebeHKa 6€3yKOPU3HEHHOTO BbI-
MIOJTHEHN A BCeX 3a/IaHNIL, He IPMHNMAs BO BHIMAHIE €TO
VHAVMBUYa/TbHbIE CIIOCOOHOCTY Vi OTPaHNYEHN s, @ TAK)KE
CKJIOHHBI K TIeCCUMIUCTUYHOMY BOCIIPUATHUIO OYAYIIEro
pebeHKa M yCTaHABIMBAIOT CTPOrMe TpeGOBaHM s, IPU-
MeHSS HaKa3aHMA 3a MX HeucronHeHne [12].

BerfenaioTca ajleKBaTHBIE U Hea/leKBaTHbIE BapMaHThI
MaTepUHCKOTO OTHomeHNA K geTaM ¢ OB3. ApmexBart-
HOE€ OTHOIIEHNe MaTepy XapaKTepu3yeTcs MPUHATIEM
pebeHKa KaK TMYHOCTY, HECMOTPSI Ha ero IaTOMOT WM.
[Ipy TakOoM OTHOIIEHUY MAaTh aKTUBHO MOAAEP>KIBAET
pebeHKa U CIIOCOOCTBYET ero pa3BUTHIO, YTO MOTOXKM-
TETBHO CKa3bIBAETCs HA €T0 SMOIVIOHA/IBHOM COCTOSHIM
U co3fiaeT 6/aronpuATHY0 aTMocdepy B ceMbe. [Ipyroir
BapMaHT MaTePMHCKOI MMO3VIIVY IIPOSIB/IAETCA B OTKa3e
HPUHATb 0COOEHHOCTM pebeHKa, IIpU 3TOM aKLEHT Je-
JTaeTCA UCKTIOYNTE/ILHO Ha €T0 JIeYeHNY, YTO IIPUBOIUT
K YIYILIEeHNIO BO3SMOXKHOCTEN! AJIs IOTHOLIEHHOTO 06y de-
HIA U pasBUTKA. MaTb, KOTOpas He CTPEMUTCS Ha/IAfUTh
OTHOLIEHNA C peOEHKOM, OTPULIATE/TbHO BINAET Ha CBOE
3MOLIMOHAIbHOE COCTOsIHMe. HealekBaTHOE MaTepIHCKOe
OTHOLIEHVE YaCTO BBIPAXKaeTCsA B TUIEPIPOTEKIIVIN U He-
HOJIHOM NPUHATUM peOeHKa, CO3/jalolieM JOIOTHUTEIb-
HOe HanpspkeHue [13].

CeMbs, BocIUTHIBaI[asi pebeHKa ¢ 0COOEHHOCTSA-
MU Pa3BUTHS, HPEACTABIAET COOO0I CIOXKHYIO CUCTEMY
¢ IucPyHKIMOHANBHBIMI XapaKTePUCTUKAMM, IPOSIB-
NAIMIVMUCA Ha Pa3HBIX YPOBHAX: IICUXOMTOTUYECKOM,
COILIVIaJIbHOM M COMAaTM4eCKOM. BbIsAB/IeHBI 00111e 3aKO0-
HOMEPHOCTH IICUXO3MOLIVIOHA/IBHOTO COCTOSHNSA MaTepeit
TaKMX JeTeil. MaTepy nepe>xXnBaloT BBICOKUII YPOBEHD
NMMYHOCTHOI ¥ CUTYaTMBHOI TPeBOXXHOCTU. MaTepu nopi-
POCTKOB C OTpaHIYEeHHBIMY BO3MO>KHOCTSAMM 3[J0POBbS
Y4aCTO MCIBITBHIBAIOT 6ECIIOKOIICTBO O Oy AYIeM 1 CUIBHOE
YyBCTBO BUHBL. MaTepy, CKJIOHHbIE K TUIIepOIIeKe, Hepefi-
KO JIeMOHCTPUPYIOT YePThbl MHPAHTUIBHOCTH, YTO BeleT
K HeCTabM/IbHOI CAaMOOLIeHKe, TPYAHOCTSIM B IIPUHATUN
pelIeHnit, BHYIIAeMOCTY, MUCTU(UKAIUN Y CTPEM/ICHIIO
HepeK/IafibIBaTh OTBETCTBEHHOCTb. OHY TaK)Ke CIIOCOOHDI
U3BJIEKaTh BTOPMYHBIE BLITOABI VI3 CBOMX OTHOIIEHNI,
YTO OTpa)kaeTcs Ha MX CYHpY»KecKoit Xn3Hn. Yacro Ta-

KJe MaTepy MOTPY>KAIOTCA B CAMOM3O/IALINIO, OO BACHS
3TO PasHOOOPA3HBIMM NPUYMNHAMY, BBI3BAHHBIMY MHO-
JKeCTBOM MAaTepMHCKNUX TpeBOr. MaTepu meteit ¢ Hapy-
MIEHNSAMM B Pa3BUTUN HEPeIKO VCIBITBIBAIOT SMOIN-
OHa/IbHbIE PACCTPOIICTBA U IOBEfleHYeCKIe IPOOIeMEl,
KOTOpbIe He CIIOCOOCTBYIOT 6/1aTONPUATHOMY Pa3BUTIIO
nx mgereit [14].

Ponurenn, BocnutoiBatomue gereit ¢ OB3, xapakrepu-
3yI0TCA TPEBOXXHO-CEHCUTUBHBIMY YePTaMM TUIHOCTH
U IepeXMBAIOT ACTEHO-[IeIPeCCUBHbIE COCTOSAHNS, IMO-
L[OHA/IBHYIO JIA0M/IBHOCTD, UIOXOHAPUI0. ColjManbHO-
IICUXOJIOTMYecKas aflallTallus pPORUTesIell 3aTpySHeHa
B CBA3Y CO CKJIOHHOCTDBIO K SMOLIIOHAIbHOM HEYCTONYM-
BOCTM VM HeBpOTM3aluu. PopnTenn NCIBITHIBAIOT HOfIA-
BJICHHOE HAaCTpOEHNe U IepeHalpsKeHe, BbI3BaHHbIE
HeyJ0B/IETBOPEHHOCTDIO IIOTPEOHOCTEN B JOCTIKEHUN
ycIexa, caMopeaqn3alny ¥ aKTUBHOCTH. JIMYHOCTHOE
BOCHPUATVE POSUTE/IAMMI XapaKTepU3yeTCsl CHY>KEHHBIM
3MOIVIOHA/ILHBIM (POHOM, TPEBOXKHOI COCPEJOTOYEHHO-
CTBIO Ha IIPOLIIOM U OyAyIieM, HeMPUHATHEM pebeHKa.
VX KoMIeHCaTOpHBIE peaKIUN IIPOABIAITCA B COLU-
a/IBHOV M30/IALNN, CBeIeHUN YCUINI K MUHUMYMY, 13-
6erannnu npobnem. Kpome Toro, Takue poguTenn MOryT
IEeMOHCTPMPOBATD MOBBILIEHHYIO Pa3ipaKUTETbHOCTD
U SMOIVIOHA/TBHOE MICTOIIEHE, YTO CKa3bIBaeTCs Ha B3a-
MMOOTHOIIEHNAX B ceMbe [15].

dakTOpbl, BINAIONNE HA IICXOTOTMYECKYI0
aJanTanuIo poguTenei

VccnenoBaTenn MCHONMB3YIOT KOMIITIEKCHYI0, MHOTO-
MEpHYI0 MOJE/b [JIs ONMUCAaHUA (GaKTOPOB, BAMAIOLINX
Ha IICHMXO/MIOTMYECKYI0 aflaliTallNI0 POJUTENeil, BOCIN-
teiBaomux gereir ¢ OB3. K mepBomy dakropy orHO-
CUTCS TSDKECTb CTPeccopa € Y4eTOM JOIOTHUTENTbHBIX
JKU3HEHHBIX TPYAHOCTEll, HallpUMep TsXeNnoe COCTO-
sAHMe pebeHKa UM pas3Boj poputeneil. BropeiM daxro-
POM, BIMAOIIMM Ha afaNTAlMI0 POSUTETIEN, IIPUHSATO
CYNTAaThb BHYTPEHHUE U BHELIHME PeCypChl CEMbM, Ta-
Ke KaK caM09((PeKTUBHOCTDb U COLMA/NIbHAS MOALEPXK-
Ka cooTBeTCTBeHHO. K TpeTbeMy ¢akTopy oTHOCKUTCA
OlLleHKa CUTyal[uy 1 ee MO3UTUBHOE MM HEraTMBHOE
Bocripusitue. YeTBepThIM (PaKTOPOM SIBISIOTCS CTpaTe-
TUU COB/IAZIAIOLIETO IIOBENEHM s, KOTOpPbIE MCIIONb3YIOT
pomuTenu AnA ajgantanuy. J[laHHas MOJeNb OIpefens-
eT afJallTallMIo0 KaK MPOLeCC, a He Pe3y/IbTaT, B KOTOPOM
B3aMIMOJIEVICTBYIOT CTPECCOPBI C OHOI CTOPOHBI, U CIIO-
COOBI COBIaZaHMA CO CTPEeCCOBOI CUTyaLMel, BAPUAHTHI
PpelleHNsI CTIOKMBILIETICS TPO6IeMbl — ¢ APyToii [7].
[Ipomecc aganTanyuy BO MHOTOM OIIpefie/isieTCs MH-
AVBUAYaIbHBIMY IICUXOMIOTMYECKUMY XapaKTepUCTUKaA-
MM ¥ YPOBHEM TMYHOCTHOTO pa3Butus. OH oTpakaercs
B 9pPeKTUBHOCTI PabOTHI MEXaHU3MOB 3aLUTHI, PEry-
MMPYIOWNX peakunu Ha crpecc. CodeTaHMe COLMANbHO-
MICUXO/TOTMYECKNX U O6Moorndeckux GakTopoB BIMSI-
0T Ha aflaliTAl[MI0 POAUTeETIeil K 3ab0meBaHMI0 pebeHKa.
K ncuxonornuecknm GpakTopam OTHOCSTCS OIBIT, TEM-



HepaMeHT, XapaKTep POAUTeNell, yCTAaHOBKM TMYHOCTH,
KOIIMHI-CTPATErny, HaBBIKM OOLIEHNS, CAMOOI[EHKA.
®usnonornyeckre GaKTOPbI BKIIOYAIOT IPOTO/IKUTEb-
HOCTb 60/Ie3HM peOeHKa, TPYFHOCTI C TepaneBTIYeCKIMU
BMeIIaTe/IbCTBAMU U SMATHO30M. MUKpOCOLMaibHbIe
bakTOpPHI KACATCS AUHAMUKY U CTPYKTYPbI CEMb,
BKJIIOYAIOT CEMEIHYIO CIVIOYEHHOCTD, IMOLMOHAIBHY IO
OT3BIBYMBOCTH O/M3KIUX, OTHOIIEHNSI POJUTENb — pebe-
HOK, ITOfilep>K1BaoIIye coobiiectBa. MaKpoCoIanbHbie
(baKTOPBI BK/TIOYAIOT PENUTUO3HBIE M STHUIECKIE HOPMBI,
[IEHHOCTY KY/IBTYPBI, KOTOpbIE YeT0BEK BOCIIPUHIMAET
[16]. Tem He MeHee, KaK y>Ke ObIIO OTMEYEHO BBIIIIE, [TOKa-
3aHO, 4YTO B CEMbSX, BOCIIMTBIBAIOLINX IE€TEl C MOBEEH-
4eCKMMU IpobieMaMy, YPOBEHDb CTpecca 3HAUUTe/IbHO
BBILIIE, U, 11O CYTH, POAUTENIbCKII CTPECC — 9TO IICUXOTIO-
rudecKas peakiys Ha 00s13aHHOCTHM MX peOeHKa, 3a KOTO-
pble POAVITENN HECYT OTBETCTBEHHOCTD. [IoBCeHeBHbIE
3a00TBI, TaKye KaK eXKeJTHeBHOE KOPMJICHNE, YXOI, TPaHC-
HOPTUPOBKA, JOCYTOBasI IEATe/IbHOCTD, COIIPOBOXKAEHNE
K e(eKTOJIOTY, IICUXO/IOrY MOT'YT CO3[jaBaTh CUTYyaI[U,
B KOTOPBIX poAuTeny OyAyT 4yBCTBOBATb 3aMelIaTeNb-
CTBO, YCTa/IOCTh, pa3odapoBaHue. JlaHHbIe eXXe[JHeBHbIE
3aJia4y CTAHOBSITCSA ellle 60jlee CTPeCCOBBIM, eCiu pebe-
HOK IPOSIBJISIET OBEIeHYECKE TIPOOIeMBbI, TAKIe KaK WUT-
HOpMpOBaHIe, n3beranme, HerOBMHOBeHMeE [17].

ConnanbHblie paKTOPHI
Bb1/10 BBISIB/IEHO, YTO MOMTOXUTENIBHBIM (PaKTOPOM, BIIV-
SIOIMM Ha aflaliTAllNI0 POJUTENIEl, AB/IACTCS COLMaIb-
Has MOAAepXKKa. Tak, OTCyTCTBME OCY>KAEHUS, JUCKPU-
MUHaLuy, Oy/IIMHTA, a TAaKXKe HMOfEPXKa CO CTOPOHBI
O/M3KVX MOBBIMIAIOT PECYPCHOE COCTOSHME, (PYHKIIMO-
HYPOBaHME CeMbM, KaUeCTBO JXM3HM U CHIDKAIOT POAY-
TeNIbCKUI CTPECC, JePeccUIo, TPEBOXKHOCTBD [18].
YHnoBIEeTBOPEHHOCTb OpakoM TaKKe sBIsAeTCs ¢ak-
TOPOM, BIMSIONINM Ha afJalTaliiio K 60/me3Hn pebeHka.
Huskas yoB/1eTBOPEHHOCTb OpaKoM HaO/MI0aeTcs B Bbl-
6opKke popKTesell ¢ BLICOKMM YPOBHEM Je3alaliTUBHO-
CTH, IpUYeM >KEeHIVHBI Yallje HeyZOBIeTBOPEHbI OpPaKoM,
4eM MY>K4MHBI, IOCKOIbKY OO/BIINHCTBO CeMeil IMEIOT
MICKa>KEeHHYI0 POJIEBYI0 CTPYKTypy. s poputeneit cra-
HOBUTCS IIPMOPUTETOM JIeYeHMe U BOCIIUTaHMe pebeHKa
C OTpaHNYeHHBIMY BO3MOXXHOCTSIMU 3[I0POBbsI, KOTOPOMY
yAeNnsieTcss MHOTO BpeMeHH, CUT ¥ BHUMaHus. [Ipu aToMm
CHIKAETCS IICUXOTEPATIeBTUIHOCTD OOIEHN MEX]Y PO-
RUTENAMMN, YTO OOBACHAETCS HECOPa3MEPHOCTBIO B KO-
JINYeCTBE SMOLMIOHA/IBHOI HOfAEP)KKY U IOTPEOHOCTHIO
B Hell. [JmutenpHas peabunurtanus u 601e3Hb pebeHKa
OTpULIATEIbHO BAMAIOT Ha 06pa3 ceMmbu. Yacto popure-
JIV UCTIBITBIBAIOT 3aBUCTh K CEMbSIM, BOCIIATBIBAIOIUM
3IOPOBBIX JieTell, YTO CO BpeMEHEM YCUINBAeT YYBCTBO
HEYJOB/IETBOPEHHOCTY CEMENHOM JXM3HbIO, JaKe IIPU Ha-
JINYNY B3aVIMOIIOHMMAHUA U JOBEPUS MEX/Y CYIIPyTaMIL.
Oco6eHHO TPYAHO MJET MPOLeCC afalliTalluyU B TeX
CeMbsIX, T7ie POAUTENN CKIOHHBI BUHUTD ceOsl UK pe-
6enka B croxuBieiicsa cutyauun [19]. Cembu, rae pac-
Ipefie/ieHe POrieil YeTKOe ¥ IIOHATHOE, HO He 3aUKCUPO-
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BaHO 32 KOHKPETHBIMM YWICHAM, JTy4Ille aflallTUPYIOTCA
K 607e3nu pebenka. KoHPIMKTHOCTh HapacTaeT B TOM
cirydae, KOTIa po/Iy BOBCe He YCTaHOBIeHbl. Cymnpyru
UCTIBITBIBAIOT HEJOBOJIbCTBO B CBA3M C TEKyIIell CUTya-
LUeit, HO He HaXO[sAT CII0C00a ee PEINTh, YTO IIPUBOSUT
K ycyryOneHnio KOHGIMKTA M HApACTAaHUIO HAIIpsiKe-
HUA, 3aCTaB/IAA CYNIPYTOB AeICTBOBATh Hea((PEeKTUBHO
U SMOLIMOHAIBHO. ITp1 3TOM >kecTKoe 3aKpelieHne posnei
MeIIaeT Ae/IerMpoBaHNI0 005I3aHHOCTEN BHYTPU CEMbH,
U IIPY TSDKETIOM 3a0071eBaHmy pebeHKa MCIIOJTHEHVE CBOUX
06s13aHHOCTEN! 6e3 MOMOLIM APYTMUX CTAHOBUTCSA Maoad-
dextuBHBIM [20].

DaKkTOpbl MAaKPOCOIMATIBHOTO YPOBHS, BO3[eIICTBY-
IOlMe Ha aJlaliTalliI0 PORMUTENIEiT, OTPaXkaloT, YTO B aK-
LEHTUPYIOIUX Ha YCIIeX, TOCTVKEHNS M COBEPIIEHCTBO
Ky/IbTyPaxX yPOBEHb MOIVIOHAIbHBIX HAPYIIEHNIT CPe
pomMTesnel OKa3bIBaeTCA BbIlIe. DTO MPUBOAUT K YMEHb-
IIEHVIO [JOBEPUTEIbHBIX OTHOLIEHNIT MEX/Y CeMbeil 1 06-
I[eCTBOM, YTO, B CBOIO O4Y€pPefib, YCIOXKHAET IPOPAbOTKY
amMorunii [21].

HononuutenbHbIM (HaKTOPOM pHUCKA COLMATBHO-
IICUXOJIOTVYECKOI e3afalTalluy PORUTENEN AeTeil
C OTPaHMYEHHBIMY BO3MOYXHOCTSIMU 3[I0POBbSI SIBJISIIOTCS
nepeKIMOHNCTCKIE HOPMBI O0II[eCTBA, BHI3bIBAIOLINE
cTpecc y poputeneit n geteil. PaKTOpbl MaKpOCOLMATIb-
HOTO YPOBHS IIPOSB/IAIOTCS B YCTAHOB/ICHNN CTAaHIAPTOB,
He[[OCsIraeMbIX IeTbMI, BO BHEIIHEM Buze, 00pa3oBa-
HuM, noBeneHnNu. Pe6eHOK ¢ 0COOEHHOCTAMM Pa3BUTHA,
YYUTBIBAS €T0 IICUXNYIECKOe Y COMATIYeCKOoe COCTOSHIIE,
CTaJIKMBAETCS C MHOXKECTBOM OTPaHMYEHMII B IIPOrpaMMe
U TeMIle o0y4eHuA. MHOTMe 13 HUX OTTOPOXKEHBI OT 00-
IIeCTBA, HOCeMIasl TONbKO KOPPEKLVOHHbIE YUPeXKTeHN A
Y HaXOfISICh Ha JlOMalIHeM oOydeHnn. Yacto noBeneHme
pebeHKa, ero BHEIIHNUI BUJ M YPOBEHb HOCTVKEHNIA B T10-
3HaBaTEe/IbHOM U (U3NYECKOM I/IaHEe He COOTBETCTBYET
BBICOKMIM CTQHJAPTaM COLMYMa, YTO IPUBOJUT K CO3HA-
TETbHOMY VI HEOCO3HAHHOMY CPaBHEHMUIO POJICTBEHHI-
KaMI1 ¥ OKPY>KaIOIVIMU C IPYTUMMU fAeTbMM [22].

IIcuxonormyeckas amanTanins
[TpobmemMa MCUXOMOTMYECKON afalTallMM MOXKET pac-
CMAaTpPUBATbCs IIOf, YITIOM CTPATeTMil COB/IAZIAIOLIETO
[OBEfIeHNs, KOTOpbIe IIPEeACTABIAIT CO0O0Il MHMUBHU-
IyaZbHbIe CIIOCOOBI pearvpoBaHNs Ha M3MEHMUBIINe-
Cs1 YCTIOBUSA OKpYyXKawleil cpefsl. B HacTosnee Bpems
MCCNIENOBAHO MHOXKECTBO MEXaHM3MOB U CIIOCOOOB
IPEONONIeHNsT TPYAHOCTEl, BBI3SBAHHBIX CTPECCOBBIMU
CUTyal[sIMHU, OfHAKO HAa JAQHHBIII MOMEHT He yJaeTcs
BHECT) CHOCTb B BOIIPOC O TOM, KaKOil IPU3HAK CIIy-
JKUT 3HAYMMBIM KPUTEpUEM YCIIELIHOTO COB/IA/IAOLIETO
[IOBEJEHUA B KOHTEKCTe IICUMXOJIOIMYECKON ajanTalumu
nuaHOCTH. IIpefnonoXXnuTenpHo, ceMeitHble (haKTOpbI
UTPAIOT K/IIOYEBYI0 pOb B (POPMUPOBAHMU JIMIHBIX
KOIIMHT-PECypCOB U VHAVBYUYA/TbHOTO CTVIS KOIIVHI-
nosemeHus [23].

Crparernu COB/Iafiaolero MoBeJeHNs 3aBUCAT OT KOH-
TEKCTa, IOCKO/IbKY KaK Cpefia, TaK ¥ CTPeccop B JAHHOII
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cpefie OKasbIBAIOT BIIMSIHIIE HA MICIIO/Ib3yeMYI0 CTPATerio
COB/IaflaHusI, KOTOpPasi CO BpeMeHeM CTAaHOBUTCS MPHU-
BBIYHOIL. PasnnyHble MHCTPYMEHTEL, IIPelHa3HAYeHHbIE
11 MI3MEPEeHM A KOIMHT-CTPATEeTnil, ICIIONb3YIOT LIKa-
JIBL ¥ KJIACCUPUUMPYIOT UX IO OIPefie/IeHHBIM MOJX0-
JaM, CTpaTerusaM U CTUIAM. Pa3nn4aioT mO3UTUBHBIE,
VI afallTUBHbIE, CTPATeTMH, BKIIOYAOLIVE IO IepiKa-
HIe COLIVIa/IBHBIX CBs3ell, KOTOPble CHIKAIOT PORUTENb-
CKUII CTPeCC M yAY4YIIAXOT Ka4eCTBO KM3HU PORUTENIEN,
U HeTaTVBHBIE, HeaJalITUBHbIE CTPATer i, TaKye KaK yIo-
TpebieHye aKoross, HAPKOTUKOB. AJalITUBHBIE CTpaTe-
TUU IIPEONOJIEHNA TPYAHOCTEN BKIIOYAIOT B e oy de-
HJE COLMA/IbHON NOAEPKKY, KaK SMOLMOHA/IBHOM, TaK
Y MTHCTPYMEHTAJIbHOM, IIPUHATHIE CUTYAL[UN, IO3UTUBHOE
MepeoCMBIC/IEHME U AKTUBHBIE JIEICTBUSA [JIs1 pPelIeHUsI
npo6nem. HeajanTuBHbIe HABBIKYM COB/IAIAHMUSI CO CTPeC-
COM IIPOAIB/IAIOTCS B BUJIE YIIOTPeOIeHN s ICXOaKTUBHBIX
BeI[eCTB, n3beraHus nNpobieM U OTPULIAHNUSA peanbHO-
ctu. Takoke BBIJENSAIOT CTPAaTerUy, OpUEHTUPOBAHHbBIE
Ha pelieHne po6eMsl, Ha n3beraHme 1 Ha IPOXKMBAHUE
3MOLMIL, KOTOPbIe ObIIM CBA3AHBI C 60/Iee HUSKMM YPOB-
HEM CTpecca Cpefiyul pOAuUTenell, BOCHUThIBAOLNX JeTell
c 6oree TsKenmpiMu cumnToMamu [24]. HekoTtopbie nccre-
JOBAaTeTV pacCMaTPUBAIOT KONMHI-CTPATETNM B paMKax
00111ert IKaIbl AJAIITUBHOCTH, B KOTOPOII BBICOKIIE OasI/Ibl
10 /1100071 MOAIIKaJIe B U3MePSIOIeM NHCTPYMeHTe Oy-
IyT MHTEPIIPETUPOBATHCA KaK IOIOKUTETbHbIE C TOYKI
3peHus COBIaJaHUs CO CTpeccoM [25].

Croco6bl pearnpoBaHusi Ha CTPECC MO3BOJISIOT Y€/I0-
BEKY COPMEHTHMPOBATbCS B CUTYALM CTPECCOBOM YIPO3BL
KomnuHr-crparernnu 4acTo fieisatcs Ha fBe o0Lye IPYIIIIbL:
9MOLIVIOHAIbHO OPYEHTVPOBaHHOE IIPEOfioIeH e, HallpaB-
JIEHHO€E Ha CHUDKEHMe MM KOHTPOJIb HeraTUBHBIX Iepe-
JKMBaHUH U3-32 UICTOYHMKOB JUCTPecca, HaIIpUMep JUC-
TaHIMPOBaHue, n3beranme, OTPUIIAHIE, CAMOKOHTPOJIb,
TO3NUTYBHA IIePeOLieHKA CUTYALM, IIPUHATE OTBETCTBEH-
HOCTH, TIOVMCK COL[MA/IBHOI HOJIEP>KKI, KOTOPO€E OOBITHO
IPYIMEHAETCA B CUTYalVAX HeOIPele/IeHHOCTH, CBA3aHHBIX
CO CTpeccoM, KOTfja YelOBeK OIyIiaeT OrPaHNYeHHOCTD
CBOMX BO3MOXXHOCTEJ B IJIAHE VI3MEHEHMS CTPECCOBBIX
YCIOBUIL; M IPO6IEeMHO-OPUEHTUPOBAHHOE IIPEOOIEHNE,
OPMEHTVPOBaHHOE Ha BBISBIEHNUE CTPECCOPOB, aHANMN3 CU-
Tyaluy, TOUCK IIPaKTIYeCKUX pelenni [26, 27].

B uccnepoBanye IMHAMUKY COBTAAIOIIETO TOBEAEHNS
ponuTesieit, BOCMUTHIBAIOIINX PeOeHKa C OrpaHYeHHbBIMMU
BO3MOXXHOCTSMM 3[JOPOBbs, BBIABIEHO, YTO B CUTYaLNN
XPOHMYECKOTO CTpecca MPOUCXOAUT 3aMeHa alallTUB-
HBIX KOIIMHTOB, CPOKYCHPOBAaHHBIX Ha PElIeHNN KOH-
KPeTHBIX IIPO6jIeM, MeHee afleKBaTHBIMU CTPATETUSAMIA,
e 9MOLMOHA/IbHAS COCTAB/IAIOIIA 3aHMMAaeT JOMVHY-
pylolee mono>xxeHue. Pogureny npuberaor K KOMMHT-
CTpaTerny JUCTAHLVPOBAHMS, CHUXKasl BaXXHOCTb IIPO-
671eMbl B ITpoLiecce MpUHATHA cBoell cutyarymn. HecMoTps
Ha IIpVYMeHeHe TI0JIOKUTETbHON NIepeOl|eHKY, OHY Yallle
IpuberaiT K CTpaTernsaM usberaHus 1 KOHQPOHTALUNL.
B xopie nccnenoBaHusA y pofuTesieil BbIsBIEHO 9HEproche-
peraoliee OBefieHNe, XapaKTepu3ylolleecs CHIDKEHIEM

COILIVIa/IbHBIX KOHTAKTOB 10 IIPUYMHE MO MOHATbHO
" GU3NIECKOI YTOMIAEMOCTH, YYBCTBA BUHBI, BBIHYXK-
IeHHOTO offmHO4YecTBa. ObIeH e, KaK IPaBIIO, IPOUCXO-
IOUT C POBUTENAMM, UMEIOIUMH CXOK1e IpobmeMsl [28].

Cpepu poputeneli, BOCIUTHIBAIOINX [IeTeil C HAPY-
IIeHMeM PasBUTHUS, Yallle MCIOIb3YIOTCS MPO6IeMHO-
OpMEHTMPOBAHHbIE CTPATEruy, 4YeM SMOIMOHATbHO-
OpPMEHTMPOBAHHBIE, YTO IIO3BOJISIIO CMATYUTD CUTIBHOE
B/IMsIHME CTPecca Ha alaliTaliIo ¥ CyObeKTUBHOE O/1aro-
nonyuue [29-31]. B vacTHOCTH, KOTZa y pebeHKa ¢ Hapy-
IIeHVeM Pa3BUTI HaOMIOamCh 6oiee cepbesHble QyHK-
IIVIOHAJIbHBIE OTPAaHIYEHN I, MaTePY, Yallle IIPYMEHIOIe
BBICOKNE YPOBHY IPOO/IEMHO-OPUEHTVPOBAHHOTO CO-
B/IaJlaHVsA, C TeYeHMEeM BPEeMEeHU VICTIBITBIBAIN CHIKe-
HIle ypoBHs fiennpeccun. Hanpotus, npeobaganme sMo-
L[MIOHA/IbHO OPUEHTVMPOBAHHBIX CTPATETMIil IPUBOANIIO
K YBEeJIMYEHUIO IICUXOJIOTMYECKOIl HaIPY3KY C TedeHIeM
BpeMeH, 0COOEHHO KOTfia y ieTel 611y 60siee cepbesHble
orpanndenusi. Kpome toro, 6b1710 BBISIB/ICHO, YTO OIIpe-
Ile/IeHHbIe CTPATeruy COBIAfaHus, TaKMe KaK IIaHU-
poBaHuUe ¥ MO3UTUBHAA MEPEOlieHKA, CIIOCOOCTBYIOT
YMEHBIICHNIO BVAHNUA HAaTPY3KMU II0 YXOAY Ha CUMIITO-
MBI JIelIpeccui y MaTepeli, BOCHUTBIBAIOMINX pebeHKa
C YMCTBEHHOI1 0TCTanocThio [29]. Cpenu MaTepeit 6onee
BBICOKMII YPOBEHDb CyOBEKTMBHOTO 6Tarononry4ns Io-
JIOKUTETTBHO KOPPENMPOBAJI C BBICOKMM YPOBHEM II03U-
TUBHOII IIePeOLleHKH, TOTAa KaK YacToe MCIIONb30BaHNe
cTparerny 6ercTBa — u3beraHus, HAIPOTUB, CHIKAJIO
YPOBEHb CYOBEKTMBHOTO 6/1aronony . IMOLMIOHAIBHO
OPMEHTMPOBaHHbIE KOIMHTI-CTPATeI MM, TaKye KaK IpUHI-
TIIe )KeJIaeMOT0 32 IefiICTBUTENbHOE, OETCTBO OT IIpobIeM,
AMUCTAHIMPOBAHME HETaTVBHO BIMUSAIOT Ha ICUXOTIOTIYe-
CKYIO a[jallTaliIo 1 CyOBbeKTUBHOE 6/1aromnony4ne.

[IcuxokoppeKuMOHHass paboTa ¢ POLUTENAMHU, BOC-
nuThIBaomuMu gereit ¢ OB3, nMeeT HalpaB/IeHHOCTD
Ha TapMOHM3ALMIO IeTCKO-POAUTENbCKIX OTHOLIECHNIA,
KOPPEKIIVIO Hea/JeKBaTHBIX MOBEIEHIECKUX U IMOLMO-
HaJIbHBIX peaKLUi poAuTeIell, BOCIUTHIBAIOINX JeTel
paHHEro Bo3pacTa C OrpaHNYEHHBIM) BO3MOXKHOCTSIMMU
3n0poBbsA. OXugaeMbIMI pe3ybTaTaMU B3auMOfeli-
CTBHUS CO CIeLMaNuCcTaMy OyyT ONTUMU3ALUA HETCKO-
POAUTENBCKUX B3aMMOOTHOLICHNIT, KOPPEKIIVS HeafleK-
BaTHBIX [OBEJEHYECKUX ¥ HMOL[MOHAIbHBIX peaKLuil
pOnmMTeNIeil BeTelt ¢ OTpaHNYEHHBIMU BO3MOXXHOCTSMMU
3I0pOBbs, 00yUeHMe POAVTENIel IICUXOMTOTNYEeCKUM IIPU-
eMaM CaMOPeTy/IALNY, a TaKXXe GOpMUpOBaHIe Y POLHU-
Tese akTUBHOM >XM3HEHHO TTO3UIUA.
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BUTME aJalITUBHBIX CTPATETMI COBNIAJAHNA C TPYFHOCTAMIL



3. Pogurenu, BocuutsiBamwiue pedbenka ¢ OB3, mepe-
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COIVIA/TBHOM ¥ COMAaTH4eCKOM YPOBHAX QYHKIMOHNPO-
BaHUsA, BAUAIOT HAa CTU/Ib BOCIIUTAHNUA pebeHKa U afjall-
TaIIo K ero 60JIe3HN!.

4. Ha ajanTanuio poguTeneil BIUSIOT GU3NOIOTHYe-
ckue GaKTOpbL: COCTOSIHUE M TSXKECTDb 3a00/IeBaHMs pe-
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KaK CTPYKTYPY U JVHAMUKY CEMbM, TaK U LIEHHOCTHU 00-
IIeCTBa.
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KJIMHWYECKUIA CIYYAR

C pedepeHTHOTO HyCMHEPCEHa Ha BOCITPOM3BEJCHHBIIA.
OnbIT DpMMEHEHN Y TALVIEHTOB IETCKOTO BO3PACTa
CO CIIMHATBHON MBIIIEYHOI aTpoduert B MOCKOBCKOM

obmacTu

A.A. CmupHaoBa, M. A. [lIBenosa.

IbY3 MO «HayuHo-uccnenoBaTeNbCKUA KNMHUYECKUA MHCTUTYT AeTcTBa MuH3apaBa MockoBckoi obnactu» (yn. KoMuHTepHa,

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

PesioMe

B Poccum akTMBHO HauYMHAIOT MPUMEHATLCSA BOCMPOU3BEA€HHbIE
NeKapcTBEHHbIE NpenapaThbl POCCMIMCKOro NponseoacTsa. B cTa-
Tbe NpeAcTaBieH onbiT MocKoBCKoW 0bnacTv nepesofa feTei
CO CNWHaNbHOW MbIWEeYHON aTpoduei ¢ pedepeHTHOro npena-
paTa Ha BOCNpou3BeleHHbIN HYCUHepCeH. B kayecTse npumepa
OMKUCaH KJIMHWMYECKUIA CNyyail NPUMEHEHNS BOCTIPOU3BEIEHHOM0
POCCMICKOro npenapaTta HycuMHepceHa y pebeHKa co BTOPbIM
TUMNOM CMMUHANBHOM MbIWEYHON aTpodum, MoJsyyaBLIero pa-

Hee NaTOreHeTUYECKYK Tepanuio pedepeHTHbIM NpenapaToM
HYCMHEPCEH W NPOLOJIKUBLLErO Tepanuio BOCNIPOU3BEEHHBIM
HycuHepceHoM. lpeAcTaBneHa NoNoXuTeNbHasA AUHAMMKa Co-
CTOSHWA [LBUraTeNIbHOM aKTUBHOCTYM pebeHKa Ha QoHe NieyeHus,
OLEHMBAEMas C WCMONb30BaHWEM (QYHKLMOHANbHBIX JBUra-
TenbHbIX WKasn. [pofeMoHcTpupoBaH bnaronpuaTHbIi Npodub
be3onacHoCcTM BOCNPOU3BEAEHHOTO HYCUHEPCEHA POCCUMCKOrO
NpOM3BOACTBA B ONMMUCAHHOM KJIMHUYECKOM CNyYae.

KnioueBblie cfioBa: CMUHaNbHAA MblLLEYHAS aTPOd)VIFI, natoreHeTu4yecKasa tepannd, HyCUHEPCEH, 3q)€l)EKTVIBHOCTb, be3onacHocTb
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CLINICAL CASE

ApxuB nefuaTpun n feTcKoit xupypruu Ne4 [3] 2025 ropa

First experience of generic Russian-manufactured
nusinersen treatment in pediatric SMA patients

Aleksandra A. Smirnova, Marina A. Shvedova

Research Clinical Institute of Childhood (24A, bldg. 1, Kominterna str., Mytishchi, 141009, Russia)

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

[TpoxkcuManbHasl CIIMHANIbHASL MblledyHass aTpodus 5q
(CMA) — Taxenoe ayTOCOMHO-pPelleCCMBHOE HEPBHO-
MBIIIeYHOe 3a00/IeBaHMe, XapaKTepusylolleecs IIpo-
TpeCCUPYIOLIMMY  CHMITOMAaMM BSAJIOTO Iapannya
U MblieyHol atpodun. B 95% cnydaeB 3aboneBanue
pasBUBaeTCA B pe3ynbTaTe fielleuy 7-TO 3K30HA eHa
SMNI B rOMO3UTOTHOM COCTOSHUM, YTO IIPUBOJNUT K Jie-
¢unuTy 6enka BBDKMBAEMOCTY MOTOHepoHOB (SMN).
Hepocrarounocts 6enka SMN BbI3bIBaeT MOCTENEHHOE
paspylleHre MOTOHEPOHOB MePeJHNX POTOB CIMHHOTO
Mo3ra 1, KaK ClIe[iCTBUE, IPUBOJUT K IPOTpecCUpPYyIoIIeit
aTpoduM CKeJeTHOI MYCKY/IATYpPhl U TAXKEIbIM >KM3He-
YIPOXXaIIVM OCTIOKHEHNUAM CO CTOPOHBI JPYTUX Opra-
HOB 1 cucteM [1].

EfuMHCTBEHHBIM MOAXOAOM K JIEUeHUIO NMallMeHTOB
CO CIIMHAJIPHOI MBIIIEYHOI aTpodueit O MOABICHNA
IpeIapaToB IaTOTeHeTUYEeCKOIl Tepanuy OblIa CUMIITO-
MaTu4ecKas Tepamnus, KOTopast IIoMOraja 00IerYnuTb 1 Ja-
CTUYHO CKOPPEKTMPOBATh TaKue CUMIITOMBI 3ab0jIeBa-
HIIA, KaK MBIIIeYHas ¢1abocTh, gedopManum CycTaBoB
U IO3BOHOYHMKA, 3aTPy/IHEHN A ITIOTAaHUA U BIXaHNA,
HO He YCTpaHs/Ia IpUYMHBI 60/Ie3HN. B KadecTBe cuMmII-
TOMaTHYeCKON Tepanyuy MPUMeHsIIUCh PU3NOTePATINs,
mexaHoTepanus, JIOK, pecnimpaTropHasa u HyTpUTUBHAA
Hnofiiep>KKa, OpTOIeMYecKasd IIOMOILb, a TAKXXe METO-
Ibl, HAIIpaB/IeHHbIE HA MOJiepKaHMe KauyeCTBa KU3HU
nanuenTos [2]. B 2016 r. FDA sapeructpuposano B CIIIA
IIEPBbINl B MUPE IIperapar NaTOreHeTUYECKON Tepamnum
CMA — HycuHepceH (3, 4], a B HacTosA1IIee BpeMs [/ Je-
yeHnss CMA npumenseTcs y>xe 3 mpenapara IaTOTeHeTH-
YeCKOIl ¥ TeHO3aMeCTUTeNbHO Tepanun. Ilarorenetnye-

CKUe Ipenaparsl IPeACTaB/IAT c0001 MOIN(UKATOPHI
crtaricuura (reHetndeckoit Mopudukanym) rena SMN2.
VIx peiicTBUE 3aK/II0YAETCA B YBEITMYEHUN SKCIIPECCUN
HOJTHOpa3MepHOro ¢yHKIMOHaIbHOTO Oeka SMN: mpe-
Hapar Ha OCHOBE aHTVICMBICJIOBOTO OJIMTOHYK/IEOTUAA
HycuHepceH (IIyTh BBefleHU MHTpaTeKa/lIbHbl) [5-7];
Ipernapar — Majas MOJIeKy/Ia pUcAUIUIaM (IIyTh BBefie-
HUs1 TepopanbHelin) [8, 9]. Ob6a mpemapara mpUMMeHS0TCS
B TedeHMe XM3HN. [eHO3aMecTnTe/IbHAA Tepamus, Ipu-
MeHseMas OGHOKPAaTHO B BUJe IIpenapaTa OHaCeMHOTeH
abernapBoBeK (BBOAMUTCSA BHYTPUBEHHO), IIPEACTABIIAET
coboit HepeIINIVPYIOIMICca peK0M6MHaHTHbH71 aJIeHO-
aCcCOLMVPOBAHHBIN BUPYCHBIN (AAV) BeKTOpP, KOTOPBII
VICTIONb3YeT KAIICUJ a/IeHOACCOLNPOBAHHOTO BUpPYCa
ceporuna 9 (AAV9) nnsa foctaBKy QyHKIMOHAIBHOI
Konuu reHa (rpaHcrena) SMNI B fpo MOTOHelipoHa
6e3 BcrpauBanus B [IHK uwemnoseka [10, 11]. [TosiBneHne
U IIpYMeHEeHe IIPeIapaToB IATOreHeTMIeCKOll I TeHo3a-
MecTuTenbHON Tepanuy CMA 3HauYMTeNIbHO YIYYIINIIO
BBDKJBA€MOCTbD U IIPOTHO3 MTAL[MIEHTOB.

Ilenbro HacTOAILIET CTATBU AB/IAETCA NPECTABICHNE
onbiTa MOCKOBCKOIT 06/1acTV B u3ydeHun 3¢ppexTus-
HOCTM U 6e30I1aCHOCTY BOCIIPOM3BE[IeHHOTO Iperapara
HYCUHepCeH 1 pedepeHTHOrO Ipernapara HyCUHepCeH
C JeMOHCTpalMell KINHNYECKOTO C/Iydas IepeBofia pe-
OeHKa CO CIIMHATbHOI MBILIEYHO aTpoduelt ¢ Tepanuu
pedepeHTHBIM IIpenapaToM HyCMHEPCEeH Ha JIe4eHIe BOC-
IPON3BE/IeHHBIM HYCHTHEPCEHOM.

B 2017 r. HycuHepceH 3apeructpuposaH B EBpore,
a B 2019 r. — B Poccun [12]. B anperte 2024 r. B Poccun
3aperucTpUpOBaH MEPBBII B MUPE BOCIIPOU3BEECHHBII
npemnapar HycuHepceH, JIantecenc(r) (AO «[enepnym»),
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B COOTBETCTBUM C PEryIATOPHbIMU TpeboBaHMsIMU Poc-
cuiickoit Penepanyy u EBpasniickoro s3KOHOMIYECKOTO
corosa [13-16]. [Ina npemapara J/lantecenc(r) (MHH ny-
CUHEepCeH) ObLIN TPOBeIeHbI HEOOXOIVIMbIE CPABHUTETb-
Hble McCcefoBanyus GU3NKO-XUMUIECKUX U OMOmornye-
CKUX CBOVICTB C pedepeHTHBIM npenapaTom CrmHpasa(r)
(buoren Hunepnanps b. B., CIIIA): MoeKy/IsApHOI MaccH,
HYKJICOTUHOI II0C/Iel0BATeIbHOCTH, IIPMMeCeli, 0CMO-
JISUIBHOCTH, CTEPEOU30MEPUH, B3KOCTH U OMOTIOTYeCKO
aKTMBHOCTY Ha KyJIbTYype KIeTOK nanueHTos co CMA.
Ilo pesynbTaTaM BBIIOTHEHHDIX CPaBHUTEIbHBIX MICCTIENO-
BaHUII ObI/Ia JOKa3aHa MX COMOCTaBUMOCTD 10 KpUTEPU-
SIM, BIIMSIIOIIMM Ha Ka4eCTBO, 6€30macHOCTh U 9 deKTuB-
HOCTb, YTO CBUIETE/TCTBOBATIO O OMO3KBUBATEHTHOCTU
npemnaparos. [IpexcTasiennas mporpaMma nCCIeKOBaHMI
OblTa IpU3HAHA JOCTATOYHOI 1 YOEAMTETbHO [I/Is1 OLjeH-
KJ1 9KBUBAJIEHTHOCTH in Vitro 6e3 mpoBeIeH s NCCIeI0Ba-
HS1 OMO3KBUBAIEHTHOCTH i1 ViV0, 9TO OBIIO ITOATBEPIKIe-
HO 3aK/Iio4eHneM Hay4yHoro njeHTpa sKCIepTU3bl CPeiCTB
MepuuyHCKoro mpuMeHerna M3 Poccun. Ilpenapat Jlan-
tecenc(r) (MHH nycunepcen, AO «[eHeprym») pusHaH
B3aMIMO3aMEHAEMBIM 110 OTHOIIEHNIO K pe)epeHTHOMY
npenapary Cnmnnpasa(r) (bnoren Hupepnaupns b. B.,
CIIIA) [17]. 9To mO3BONSAET OXKULATH OT BOCIIPOU3Be-
[IEHHOTO HYCHHEPCEeHa COMOCTaBUMOI C peepeHTHBIM
npenapaToM 3¢pGeKTUBHOCTH U IPOoPuIs 6e30IacHOCTI.

B MockoBckoit o6mactu npenapar CimHpasa momydanm
17 manmenTtoB. V3 Hux 10 manmeHToB B TeueHMe 2025 1.
IepeBe/ieHbl Ha OTEeYeCTBEHHBIN IpenapaT JIaHTeceHc.
2 manuenTa ¢ 1-m Tunmom CMA, KOTOpBIiT AB/IAETCA HAU-
6onee taxxenbM (metu ¢ atum Tuiom CMA, He IOMy-
YYBIINE TeHO3aMEeCTUTENbHYIO MU ATOTeHEeTUYECKYI0
TEpalNIoO B IepBble 1-2 MecAna )XU3HA, HE B COCTOSTHUU
Jla>Ke Yep>KUBATh FOTIOBY ¥ 6€3 [IbIXaTeTbHOI HOAePXKKI
XUBYT He 6onee Byx 7eT) [1]. Tak kak 9Tu ABa maIu-
€HTa MMe/IM BO3MOKHOCTDb HAa4aTh IIaTOTE€HETNIECKYIO
Tepannio HyCMHEPCEHOM ellle O Havana paboTel GoHpAa
«Kpyr obpa» 1o nmporpamMme paHHEro JOCTYIA, AETU
COXpPaHWIN He TONBKO CIIOCOOHOCTD yep>KUBATh FOJIOBY,
HO ¥ TIpMOOpeN HOBBIN IBUTATE/TbHBII HABBIK CUIEH.
4 manyenTa n3 10, nepemegmmux Ha OT€4ECTBEHHBIN IIpe-
napart JIantecenc B MOCKOBCKOI 00/1aCTH, MMEKT 2-il
Tt CMA (6e3 cOOTBeTCTBYIOIIEl Tepanuy AT MOTYT
CHUJIeTb, HO He MOTYT CTOATD ¥ XOANTB) [1].

IManuentsl MockoBckoit obmactu co 2-M tuniom CMA
HIKOJIPHOTO BO3PACTa, KOTOpbIe Ha4ajIy TepaNNIo HyCH-
HepCeHOM Ha (pOHe TOCTATOYHO J/INTE/IBHO CYI[eCTBY-
oiero 3aboneBaHusa u BBIPa>X€HHOV KIVHNYECKON
CUMIITOMAaTUKY, COXPaHU/IU CBOM JIBUTATe/IbHbIE HaBbI-
K, UX COCTOSIHVME OCTaBAIOCh CTAOMIBHBIM HECMOTPSI
Ha TO, 4TO 3a00/IeBaHNe ABIAETCS IPOTPECCUPYIOLINM.
A BoT ety co 2-m oM CMA majurero Bo3pacra,
HadaBIINe Tepalynio HyCMHEPCEHOM HOCTAaTOYHO PaHO,
II0OKa3aJIyl XOPOLINe Pe3y/IbTaThl B BUJje IPUOOpeTeHMs
CIIOCOOHOCTH TON3aTh. 3 pebeHka u3 10, mepeBejeHHBIX
¢ pedpepeHTHOrO HyCMHEPCEHA Ha BOCIIPOM3BEeHHBII,
6bi1n ¢ 3-M TunoM CMA (metu ¢ manubiM Tunmom CMA

MOTYT XOJUTb, OTMEYAIOTCSI OCOOEHHOCTY IOXOAKU
¥ CTIOXKHOCTH TIpK Oere, IPbIKKAX, HOAbeMe IO JIECTHUIIE,
BIIOCTIE[ICTBMY HaBBIK CAMOCTOATENBHOTO NEPeIBYKEHN A
MOXeT OBITb yTepsH 6e3 IOy YeHN s ITaTOreHeTIYeCKO
tepanum) [1]. Ogun u3 gereii ¢ 3-m Turmom CMA 2012 1. p.
K MOMEHTY VHMIIMAL[// ITAaTOT€HETUYECKON TePaIInn yKe
yCIIe/l HOTEePSTh CIIOCOOHOCTD XOUTh CAMOCTOSTEIBHO.
Bropoii peberok ¢ 3-M Tunmom CMA 65111 6071ee MiIa1Iero
Bo3pacTta (2017 r. p.), TO3TOMY Ha MOMEHT Hadasla TepaInin
HYCHHEPCEHOM OH COXPaHM/ HaBBIK CAMOCTOSITETbHOTO
nepensiokeHnsa. Kpome toro, B rpynmy us 10 mereis, Ie-
peBeleHHBIX Ha JIaHTeCeHC, Bolles 1 pe6GeHOK Ha JOCUMII-
TOMAaTUYECKOI cTaguu 3aboneBaHus, 6e3 Kakux-1mubo
KIMHM4Yeckux nposreHuit CMA. 91ot pe6eHOK ObI
nepBbIM nanyeHToM co CMA, BbIAB/IEHHBIM B pe3y/IbTa-
Te HEOHATaJIbHOTO CKPMHMHTA B MOCKOBCKOIT 06/1acTH.
Ha ¢oHe maroreneTnveckoil Tepamnuy, Ha4aTol B BO3pac-
Te 2 Mecsi1ieB, PeOeHOK POC U Pa3BUBAJICA B COOTBETCTBUM
CO BCeMU HOPMaTUBHBIMMU ITOKasaTensamu. Bospacr fereis,
HepeBeleHHBIX C peepeHTHOTO HyCHHEePCeHa Ha BOCIIPO-
V3BeeHHBIN, COCTaBWI OT 2 1o 17 meT. KommraecTBo Kommin
reHa SMNZ2 BapbipOBao y pasHbIX IallMEHTOB OT 2 10 4.

Ilo maHHBIM NUTEpPATyphbl, KaK MpaBMUIO, OTMeYa-
eTCsl KOppenAanusa MeXAy KOIMYeCTBOM KOIMI TeHa
SMN2 u tsaxecTbi0o cuMmnToMatuku [18, 19], ogHako
He B 100 % cy4aeB, 4TO IOATBEP)KAAIOT JaHHbIE HAIINX
[ALJMEeHTOB: B IPYIIIe IPUCYTCTBYET peOEHOK CO 2-M TH-
oM CMA ¢ 4 xommmsimu rera SMN2. Bo3pacT HocTaHOBKI
AMAarHo3a HaXOfWICA B iuamnasoHe oT 0 (pe6eHOK, A1arHo3
KOTOPOMY OBI/I yCTAHOB/IEH B paMKaX HEOHAaTaJIbHOTO
cKpuHMHTA) 1o 3 et 10 mec. Bo3pacT, B koTopoM fieTn
HavaJIi I10/Ty4aTh IAaTOT€HETUYECKYIO T€PAIINIO, COCTaBU
oT 2 MecsueB o 13 ner.

Takum o6pa3om, TpyIa MalVeHTOB, MeperlefuInx
Ha Tepanuio J/lanTeceHcoM B MOCKOBCKOIT 0071acTH, OKa3a-
JIaCh T€TEPOTEHHOI 110 MOMY, BO3PACTY, KONMMYECTBY KOIMIA
reHa SMNZ2, BO3pacTy NOCTaHOBKM JMarHo3a 1 BO3pacTy
HayajIa aTOT€HeTUYeCKOll TepPaIIN, YTO M03BOJIAET Oomee
00BEKTUBHO OL|EHMBATb [IOTy4YeHHbIE Ha (OHE JTeYeHNs
pesynbTaThl (Tabnuua).

[Tpouecc nepeBopa MaueHTOB ¢ pe)epeHTHOTO Ipema-
para Ha BOCIIPOM3BEeHHBII ObI/T HEIIPOCTBIM, B IIEPBYIO
odepepnb, AnA poguteneit getert co CMA. Xots MHOTUE
OTedYeCTBEHHBIE IIperapaThl yyke 3apeKOMeHI0BaIN cebs
KaK BIIOJIHE KOHKYPeHTOCIIocoOHbIe [20], B obmecTBe
IpOAO/XKaeT OBITOBATD MHEHME O HU3KOM KadeCTBe OTe-
4eCTBEHHOIT papMarieBTIYeCcKoil mpopyKiyy. Hampsike-
HIle B POJAVTENIBCKOM COO0IecTBe K MOMEHTY IIepeBOfia
MALMEHTOB C OJHOIO Ha JPYTroM JIEKApCTBEHHBIN IIpe-
mapar ObIIO JOCTATOYHO BBICOKMM. DTO ONPaBJAHO TEM,
yT0 CMA — TsXe/moe mporpeccupyiolee 3aboneBaHme
" 1py HeaPPeKTUBHOCTY ITATOTEHeTUYECKON Tepannn
HOTepsI ABUTAaTe/IbHBIX HABBIKOB peOeHKa Hen30eXHa.

Hawmb6onee omacua crefyromas cuTyanus Jijis MalyeH-
TOB C nepBbIM THIIOM CMA, 117151 KOTOPBIX HeadeKTUB-
HOCTb Tepaluy — 9TO He IPOCTO IIOTePsI HABBIKOB, a ObI-
CTPO€ Pa3BUTHE TSXKEIOM LbIXaTe/IbHOM HEJOCTATOYHOCT,



Tabnuua.
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KnuHuMKo-reHeTUYecKas xapaKTepucTuKka aeteii co CMA Ha Tepanum npenapatoM JlaHTeceHc(r) B MockoBcKoi 0bnacTu

Table.

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

oot s | Bsgcr e

1-# Tun CMA

1 W, 2017 3 8 mec. 1,9 3

2 M, 2018 3 1,3 1,6 3
2-n 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 IeTaTbHOMY Mcxony. Ho He MeHblIe BO/THOBA-
JIVICDh U1 popuTenu fieTeit ¢ 3-m Tunom CMA, coxpaHuBIIne
CIIOCOOHOCTD K CAMOCTOSITE/IBHOMY IIePeIBIUXKEHUIO, T. K.
OHMJ OIACaJINCh YTPaThI JETbMIU STOTO HaBbIKA U MHBAJIN-
pusanyy. OgHaKo, HECMOTPS Ha BCe OITaceHu s, KaK Iep-
BOE€, TaK U IOCTeyIOLIVe BBeICHNA Y BCEX MallIeHTOB
HPOILLJIV XOPOILIO, HeXKeTaTeMbHbIX PeaKInii 3a Hab/oa-
TEJIBHBII TIep1of OTMedeHO He 6burto. K mekabpro 2025 r.
Bce 10 meTent MONy4Ynau 1no 3 NojLep>KUBAIOLINX JO3bI
npemnapara JlanteHcenc. Ha ¢poHe cMeHBI Tepanuu cocTosi-
HII€ JIeTell He TOMBKO OCTaBajI0Ch CTaOM/IbHBIM, HO TaKKe
B psAfe CIy4aeB OTMeYeHa IO/IOKUTENbHAsA JMHAMMKAa.
IIpuBomuM B KadecTBe NMpyMepa KIMHUIECKUI Cydani
pebenka co CMA 2-ro tuma.

Knuanyecknii cnyvan

Manvuux, 6 nem

AnamHe3: pebeHOK oT 1-i1 6epemeHHOCTH (2-51 Gepe-
MEHHOCTb 3aKOHYM/IaCh TMbeIbIo I10Aa Ha 8 Mec.) Pombt
B CPOK, CaMOIIPOM3BO/IbHBIE, Ha 39-i1 Henene. Macca Tena
npu poxgennu — 2950 r, piuHa — 55 cM. Pannee passu-
THE: TONOBY IEPXKUT C 4-X MeCALleB, CUAUT C 6-7 Mecs-
LIeB, BCTAaeT y onophl ¢ 10-11 MecsALeB, XOAWUI y OMOPbI
B 1 I. 3 Mec., 3aTeM HaBbIK ObL1 yTepsiH. IlcuxopedeBoe
pasBuTHE IO BO3pacTy. B Bospacre 4 Mec. BbICTaBJIeH
[MAaTHO3 AVICIIa3us Ta300epeHHbIX CycTaBoB. [TepeHec
TSKENMyI0 poTaBUpycHyIo nHdeknuio B 1 1. 3 mec. Ilo-
cre nHpeKuUN pebeHOK IepecTaa XOAUTh BIOIb OMO-
PBl, PORUTENN 0OpaTU/IN BHUMaHMe Ha flepopMannm
KOoHewHOCTeil. OOpalanich K HeBPOJIOTY, IPOXOAUIN
Kypcbl nedenns 6e3 ap¢exra. IIpoBeieHO MOIEKYIAPHO-
reHeTHYecKoe JCC/IeJoBaHNe C IOMOLIBIO TaHeI) HEPBHO-
MBIIIEYHBIX 3a00/IeBaHIIL: BBISB/ICHBI BAPMAHTBI B TeHaX

Col6Al1 u MYH?7 B rerepo3urorHoMm coctossuun. [JJHK
nuarHoctuka ot 13.02.2023: BeisiBneHo 0 Konmuit reHa
SMNI1 u 3 xonuu reHa SMN2.

HeBponornm4eckuii craryc Ha MOMEHT YCTAaHOBKI
AMAaTHO3a A0 Ha4Ya/Ia IaTOTeHeTUYeCKOII Tepanum

B Bo3pacte 3 1. 10 mec.

IIcuxopedeBoe pasBuTHEe pebeHKAa COOTBETCTBYET BO3-
PpacTHOI HOpME.

Yepentole Hepsvl: pacUMKyIALUY A3bIKA. B ocTambHOM
6e3 MaToIoTum.

Pegpnexmopro-osuzamenvHas cepa: B MOIOXKEHUN
JIe>Ka Ha >KMBOTE ONVPAETCS Ha MPEeIUIedbsi U YAEPKI-
BaeT ronoBy. IIpu Tpaknum 3a pykm He IpynnupyeTcs,
rojI0Ba 3alpOKy/bIBaeTcs. IlepeBopadnBaeTcsi CO CIIMHBDI
Ha KMBOT 11 06paTHO. CaiuTCs CAMOCTOSTEIBHO MefIIeH-
HO, CUANT C K11(O3MPOBAHHOII CIIMHOI 1 OIIOPOIL Ha PYK,
MO>KET CUZIeTb 6e3 OIOPbI Ha PYKMU HEIIPOJIOTKUTENTBHOE
Bpems. Ocanka ocnabnensas. [IupdysHas MpleqdHas
runoTtoHusA. IIeyeBoii mosc nposucaeT. MpliIe4Has cuna
o mkane MRS cHM>XeHa B IpOKCMMAaIbHBIX OTe/TaxX
PYK 5o 3,0 6ania, B KUCTAX ¥ Nmanbuax — 3,5-4 6anna.
HpOHaLU/IOHHaH TYTOIIOABVJKHOCTD B JIEBOM IIpE€AIITIEYbE.
B HIDKHUX KOHEYHOCTAX B IIPpOKCMMA/IbHBIX OTHEMAX CTU-
6aHne 6efpa IIpy COTHYTOM KOJIEHHOM CycTaBe — 3 6aina,
npuseneHue 6enep 3,5 6ajna, oTBefieHNe U pasrubaHme
6epep orcyrcTByeT. CrubaHye B KOJIEHHBIX CyCTaBaX —
3,5 6amna, pasrubanue romean — 3,5 6ama. Crubarens-
HbI€ KOHTPAaKTYPbl B KOJIEHHBIX CyCTaBaXx. Cronbl u ycra-
HOBKU TOJIeHell BajbrycHble. CyXOXMIbHBIE pedIeKchl
IIp1 OCMOTPp€ HE BbI3bIBAIOTCA.

KOOpHV[HaTOprIe " 9yBCTBUTE/IbHDbIEC HAPYIIEHNA OT-
CYTCTBYIOT. TpeMop MbIIIL] BEpXHNX KOHEUHOCTEIA.
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®oTo 1-4.

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

Stages of raising a child to «high knees»

Inexmponetipomuozpagus nosepxrHocmuas om 23.03.23:
C PasIMYHBIX TPYIII MBILIL, BK/II0Yas MeXpebepHble,
HOTy4eHa HM3KOAMIUINTYAHAA MHTepdepeHIOHHAA
OMI, nepeMerkaromasica ¢ pUTMUIECKMMI TUIIEPCHUH-
XPOHM3MPOBaHHBIMI NIOTEHIIVA/IAMY IIPEUMYIeCTBEHHO
C AVMCTA/TbHBIX OTAEIOB KOHEYHOCTEN], YTO He MICK/TI0YAeT
CIMHA/IBHBIN XapaKTep HapymeHmii. ViccnenosaHue 1o-
TeHIManoB ABuratenbHblx enyauL (I1JE) sarpynaeHo.

Ha ocroBanuu xano6, aHaMHesa (Iporpeccupyouas
MBIIIeYHas C1ab0CTb, IIOTEPsI JBUTATE/IbHBIX HABBIKOB),
IICUXOHEBPOJIOTYECKOTO CTaTyca (CHI>KeHMe MbIIIeYHO
CHUJIBI ¥ 0O'beMa JIBUDKEeHNIT B KOHEYHOCTSX, OTCYTCTBUE
CYXOXXWIBHBIX pedIeKcoB, GacUVKYIANUN A3bIKa, MbI-
IIeYHasi TUIIOTOHM ), MOJIEKY/ISIPHO-T€HETUIECKOTO 00-
crnemoBaHMs U aHHbIX OMI BpICTaB/IEH AMaTHO3:

Jnaruos ocHoBHoit knyHWYeckuit: G12.1 CnunaanpHas
MBIIIeYHAs aTpOodu, 2-I1 TUIL, TSXKeNast CTeIleHb IBUTa-
TEe/IbHBIX HapyLIEHMI.

Hasnauena maroreHeT4ecKasi Tepamus IpernapaToM
HYCHHepCeH (CIIMHpa3a)

Jledenmue: B 4 rofia peOeHKY Ha4aTa MaTOreHEeTHUYECKa s
Tepanus pedepeHTHBIM IIperapaToM HycuHepceH. [Tomy-
41T 4 HArPy304HBIX U 3 IOAePKUBAIOLINX JO3BI IIpera-
parTa B COOTBETCTBUY C MHCTPYKLME 10 MEAUIIVTHCKOMY
npuMeHeHuio [6]. [lanee, B BospacTe 5,5 rofa pebeHKy
Obl/Ia IIPONO/IKEeHA Tepalus BOCIPON3BENEHHBIM IIpe-
IapaToM HycuHepceH, /lantecenc(r). B Hacrosmee Bpemsa
peb6eHOK MOy 4N 3 oA AeP>KMBAIOIINX JO3BI BOCIIPON3-
BeJleHHBIM HYCHMHEPCEHOM POCCUIICKOTO IIPOM3BOACTBA.
Beenenne kak pedpepeHTHOTO, TaK ¥ BOCIPOM3BEJEHHOTO
[IpeIapaToB HYCHHEPCeHa MePEeHOCUNIOCh YEOBIeTBOPH-
Te/IbHO, He)KeJIaTe/IbHBIX SAB/IEHNII He 3apeTUCTPHPOBAHO.

JuHaMIKa HeBPOIOTMYECKOTO CTaTyca K MOMEHTY
VHUIVAINY Tepany BOCIPON3BeJeHHbIM HYCHHEep-
CEHOM B BO3pacre 5 1eT 7 Mec.
IIpu Tpakuuu 3a pyku peGeHOK Hadaja TPyIIMPOBATH-
s, TOJIOBA IIPY 9TOM He 3anpokupabiBaeTcsa. Cagnurcs ca-
MOCTOSITE/IbHO, CUJJUT YCTOMYNBO, HE UCIIONb3Ysl OLOPY
Ha pyKu. BcTaeT Ha 4eTBepeHbKM U MOI3aeT PELMUIIPOK-
HO. Mprmeynas cua no mkare MRS Hapocna B mpok-
CHMaJIbHBIX OT/ieNIaX PyK fo 4,0 6ajta, B MbIIIIAX, IPU-
BOOAWMX Oenpa, — 0 4 6a/IOB, MOSIBUNNUCH TIOIBITKA
oTBefieHus 1 pasrubanus 6emep mo 1 6amna, B crubare-
JIAX KOJIEHHBIX CYCTaBOB MBIIIEYHASI CVJIA YBEIMYMIACD
10 4 6a10B.

Ouenka 1o mkane HFMSE (XamMmMepcMut) coctaBuia
32 6amna, o mkane RULM — 22 6anna.

JMHaMMIKa HEBPOTOTMYECKOTr0 cTaTyca yepe3 4 Mec.
moC/I€ MHUIVALINN TEPANINY BOCIIPON3BENEHHDBIM
HYCHMHEPCEHOM B Bo3pacre 6 jIeT.

y pe6eHI<a IIOABUJINCH HOBBIC OBUTAaTC/IbHBIC HABDBIKI:
BCTA€T CAMOCTOSITEIBHO Ha «BBICOKNME KO/TEeHI» 6e3 OII0-
PpBL, HOCTaB}IeHHbIﬁ[, CTOUT y OIIOPBbI HENIPOJOJIKUTEND-
Hoe Bpems. [Ipu ocMoTpe BIiepBble ObIINM BBI3BAHBI CY-
XOXXMJIbHBIE pe(IeKCHI C PyK.

Ouenka 1o mkane HFMSE (XamMmMepcMut) coctaBuia
38 6a10B (+6 6ammoB 3a 4 Mecana) u 1o mwkaae RULM —
24 6anna (+2 6ania 3a 4 meca1a).

Takum obpasom, Ha GoHe Tepanuu mpemnaparom Jlan-
TeceHC(r) y peOeHKa He TONIbKO He BBISB/IEHO HMKAKMX He-
JKeIaTe/IbHbIX peaK].U/If/i, HO 1 OTMEYECHA IIOJIOKMUTE/IbHAA
IOVHAMMKA KaK B BII€ IIOABJICHU A CyXO)K]/I}'IbeIX pe(i)HeKCOB
C pyK "1 HOBbIX MOTOPHBIX HAaBbIKOB — Hay‘II/ITICH BCTaBaTb



Ha «BBICOKME KOJIEHU» 0e3 MCIIO/Ib30BaHNA OIIOpbI, TaK
1 B BUI€ KIIMHMYIECKN 3HAa9MMOI'0 YBEINYE€HI A KOINYIECTBA
Ha6paHHbIX 0aIoB IIpM OLI€HKE I10 IBUTATE/IbHBIM IIKaJIaM.

3akmoyenne

HaHHBI KIMHUYECKUII CIydall JEMOHCTPUPYET IOJIO-
JKUTETBHYIO AVHAMMKY COCTOSHMA pebeHKa Ha (oHe
KOMIIIEKCHOJ peabyInTauyuy U IaTOreHeTUYeCKON Te-
panuy HycumHepceHoM. IIpm mpopormkeHum ImaroreHe-
TUYECKOI Tepalluy BOCIPON3BEIEHHBIM HYCHHEPCEHOM

Bknap aBTopos / Author contribution

A.A.CmupHoBa, M. A. LLiBesoBa — obcnefioBaHve 1 BeAEHWe NALMEHTOB, HanMcaHue
TEKCTa, yTBEPIKAEHUE OKOHUYATEIbHOr0 BapyaHTa CTaTby.
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KJIMHWYECKUIA CIYYAR

Knuandeckoe HabMmOOeHNE UTMOIIATYECKOTO
JIETOYHOTO TeMOCH/Iepo3a Y pebeHKa paHHETOo
BO3paCTa: TPYTHOCTH TUATHOCTUKY U Teparun

O.T. Manpimes®?, III. A. Tutunos"?, A. E. Aupkens?, VI. VI Adykos™*, O. 0. bpynosa?, B. B.Topes*?, E. B. [leeBa?,
O.M.Xpanosa*, A. C. Vinsuuckas®, H. O. VMinsuna, A. H. ITamnypa’, H. A. Coxonosa’, I1. A. Cycnos!,
II.10. OBcsanHUKOB" 2

' OrAQY BO «Poccuiickuit yanBepcuteT apy»6bl Hapoos uM. 1. JlymyM6bI» (yn. Muknyxo-Maknas, a. 6, r. Mockea, 117198, Poccus)

2 TbY3 «Mopo3oBcKkas [eTcKas ropojckas KiMHMYeckas GonbHuua [lenapTaMeHTa 34paBooxpaHeHus ropofa MocCKBbI»
(4-n [obpbIHMHCKUIA Nep., 4. 1/9, . Mockea, 119049, Poccus)

3 OrAQY BO «Poccuitckuin HaumoHanbHBIA UcceloBaTeNIbCKUA MeIMLIMHCKUIA 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. CnepaHckoro [lenaptameHTa 3/paBooxpaHeHusa ropoga Moc-
KBbl» (LLIMuTOBCKMI Npoe3n, 4. 29, . Mockea, 123317, Poccus)

5 Orbe0y ANO «Poccuifickas MeaMUMHCKas aKaneMusl HenmpepbiBHOrO npodeccMoHanbHoro obpasoBaHus» MunsgpaBa Poccuu

(yn. bappukagHas, o.2/1, cTp. 1, . MockBsa, 125993, Poccus)

Pesiome

NavonaTtuyeckuit neroynsin remocuaepos (UM — opdaH-
HOEe MHTEepCTUUManbHOE cocynucToe 3aboneBaHue JNErKuX,
XapaKTepu3ylolleecs Tpuanol MpU3HAKOB (aHEMMUSA, KPOBO-
XapKaHbe, YNN0THEHWE Ha PEHTreHorpaMMax/KOMMbITEPHBIX
TOMOrpaMMax OpraHoB rpyLHOM K/eTKM), B OCHOBHOM nopa-
Xawowee getei.

LUenb uccnepoBaHua: npoaHanM3MpoBaTh KAWMHWKO-AUArHo-
CTUYeCKMe 0COBEHHOCTU U TepaneBTMYecKyH TakTuKy npu UJTT,
pedpaKTepPHOM K Tepanuu, y pebeHka paHHero Bo3pacTta Ha oc-
HOBaHWM eTasbHOro pa3bopa KNMHUYECKOro HabnoaeHus ¢ ne-
TasbHbIM UCXOA0M.

Matepuansbi M MeTopgbl. [IpeacTaBneHo KIMHUYECKOe Habnio-
Aenve nauuenTa 1 roaa 10 mecaues ¢ BepuduumpoBanHbiM UJTT,
BKJIK0Yas 3Tanbl IeYEHUs B OTAENEHWUN NYNIbMOHOMOTUN U 0TAe-
NeHUN peaHUMaLMW U UHTEHCUBHO Tepanuu. [luarHo3 ycTaHoB-
NeH Ha 0CHOBaHMM COYETaHUS NPOrpeccupyHoLLen LbIXaTeslbHOM
HEeJ0CTaTOYHOCTH, [LaHHBIX KOMMbIOTEPHON ToMorpadum opra-
HOB TpYLHOW KMETKW U NaToOrHOMOHWYHOTO LMTONOrMYECKOro

npu3HaKka — 0OHapyxeHWs cuaepodaroB B XWUAKOCTU OpoH-
X0anbBEeOJIAAPHOr0 JlaBaya — MNOC/e WUCKJIIOYEHNUA CMHAPOMA
XaliHepa M Apyrux MpuUYMH reMocuieposa nerkux. Tepanus
BKJIOYaNa pecrupaTopHyl MOAAEPKKY M UMMYHOCYMPeccUB-
HyI0 Tepanuio.

Pesynbratbl. HabnogeHne npofeMoHCTpUpOBano nporpeccu-
poBaHve 3aboneBaHusA, pedpaKTEPHOr0 K KOMOUHMPOBAHHOM
MMMYHOCYNpeccuBHOW Tepanuu. HecMoTps Ha KOMMJIEKCHOE
NeyeHune, Y NaUMEHTa Pa3BUIIUChL KU3HEYTPOXKaloLLMe OCNIOXK-
HeHus (TSXKENbIA OCTPbIA PeCNMpaTOpHbIA AUCTPECC-CUHAPOM,
CMHAPOM YTEUKU BO3JyXa W MONAMOpPraHHas HeLOCTaToO4YHOCTB),
4TO NPUMBENO K NIETANIbHOMY UCX0LyY.

3akniouenue. [lpefcTaBneHHoe HabnwAeHWe WAACTpUPY-
eT KpaWiHe HebnaronpuaTHbld BapuaHT TeuveHus W y peteit
paHHero Bo3pacTa, YTo NoA4YepKMBaeT HeobXoAUMOCTb paHHel
AVarHoCTUKYW, FOTOBHOCTU K He3aMeANIMTENIbHOMY Havany WH-
TEHCUBHOM TEpanuu U NOUCKa HOBbIX 3G (EKTUBHBIX NPOTOKO/OB
NeyeHunsa pnsa Taxenoix dopm UIT.

KnioueBbie crioBa: MAMONATUYECKMI JIETOYHDIN reMocupaepos, neTu, aHeMusd, jieroyHoe KposoTeyeHue, KIIMnHU4eCKoe
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CLINICAL CASE
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Clinical case of idiopathic pulmonary
hemosiderosis in a young child:
Diagnostic and therapeutic challenges
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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

M puonaruyeckuit nerounsiii remocupepos (MJIT) otHo-
CUTCSI K KAaTerOpUM PefKUX COCYAUCTBIX VHTEPCTULIN-
anpHbIX (A1 Y3HBIX MaPEHXMMATO3HbIX) 3a00/IeBaHMIT
nerkux [1, 2]. KnroueBbIM Ipu3HAKOM OO/IE3HM CITy>KaT
HOBTOPSAIONINECs] 3Mu304bl AUPPY3HOTO KPOBOUSIUS-
HUS B aJIbBEOJISIPHOE IIPOCTPAHCTBO, KOTOPbIe MHUIIV-
UPYIOT KacKaj MMaTOJOTMYeCKNMX M3MEHEHMIl: pa3BUTIE
a/IbBEO/INTa C IOCTeRyoIUM (GOpMUPOBAHMEM ITHEB-
Modubposa. Ykasanuble matopu3monornyecKme Mexa-
HU3MBI JIOKAaT B OCHOBE TSDKE/IBIX HAPYIIEHUI pecIy-
paTopHOIt pyHKIUN. Y MallMEeHTOB IPYFHOTO ¥ PaHHETO
[IETCKOTO BO3pacTa 3abojieBaHME MOXKET XapaKTepyu3o-
BaTbCs1 aTPECCUBHBIM, py/IbMUHAHTHBIM TedeHNeM [3, 4].

OrHocsamuiicss xk opdaHHbIM 3aboneBanusm VJIT
He MIMeeT YeTKUX dNNAeMUOTIOTUUECKIX XapaKTepUCTUK
B CBA3SY C TPYGHOCTAMU AVATHOCTUKMU U BEPOATHOCTBIO
HEBBIAB/ICHHBIX C/Ty4aeB. MHOTO JIeT B MyO/IMKaLAX, 110-
cesueHHbIX VIJIT, mpuBOASTCS HaHHbIE O 3a00/IEBAEMOCTH
B nipepenax 0,24-1,23 na 1 M/IH fieTeli B TOf, ITO/TyY€HHbIE
B [lIBeruu u Anonun B 1950-1990-¢ rr. [5, 6]. BoneroT
IperMyIeCTBEHHO IeTH B BodpacTe 3-8 ntet [4, 7]. B mo-
C/Ie[jHNe TOAbI B OTEYeCTBEHHOII TUTepaType OMyOImnKo-
BaHO HecKoybko Habmropennit VIJIT' y petelir [8, 9].

Tounas npuunHa passutus VJII' B HacTos1Iee BpeMst
OCTaeTCsl HeyCTaHOB/IeHHOIL. [Ipeobafaroreit siBsgeTcs
TUIIOTE3a O ITONMMITUOIOTMIECKOI IIPUPOfie 3a00meBaHMS,
B paMKaX KOTOPOJ1 KJII04€Basl PO/Ib OTBOAUTCSA CTIOKHOMY
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B3aMMOJIEICTBAIO TEHETUYECKOI IIPENPACIIONOKEHHOCTH,
MMMYHOIOTMYeCKIX HapYLIEHWIT ¥ BIMAHUA PaKTOPOB
BHEIIHell cpefbl. BaXXHBIM KOMIIOHEHTOM IIaTOreHe3a
CUNTAIOTCA MMMYHHBIE MEXaHU3MBI, O YeM CBUTETeNb-
CTByeT KIMHMYecKass 3(pPeKTUBHOCTD Mpenaparos,
NOABJIAIONIVIX UMMYHHBIN OTBeT (IIpefi/laraeTcs Jaxe
BapMaHT Ha3BaHMs 3a00/IeBaHNSA — VIMMYHHBII I€T0OY-
HBIIT TeMoCupepo3), a Taxxe coderanue VJIT ¢ gpyrumn
ayTOMMMYHHBIMU 3a00/IeBaHUAMM, HAIIPUMeD C Iie/Tna-
kueit (cunppom Jleitna — Famunbrona). [Ipegnonaraet-
s, YTO B OCHOBE IIOBPEXXeHN A TeTOYHBIX KallU/IIAPOB
JIeXXUT MPOLeCC, ONOCPENOBAHHDBIN LIYPKY/INPYIOLIIMU
MMMYHHBIMI KOMIUIEKcaMu. Biusuue paxropos okpy-
JKaloIel Cpefbl PACCMAaTPUBAETCA KaK IOTEHIMA/IbHBIN
TpuUrrepHbiit MexaHusM. O6Cy>KIaeTcst BOSMOXKHAS CBS3b
MaHn¢ecTanuy 3a60eBaHNA C XPOHNYECKO MHTATIAL-
el oIpeJie/IeHHBIX arPOXMIMUKATOB (MIeCTULNAOB, QyH-
TULM/OB) VI MUKOTOKCHMHOB IJIECHEBBIX I'PUOOB, CIIO-
COOHBIX BBI3BIBATh IIPAMOE TOKCHMYECKOe IIOBPeX/eHNUe
sugorenus (1, 7.

Knnangeckne npossnenus VJII' ornmnyaorca nonu-
MopdusMoM. B ocTpyto ¢dasy, cOOTBETCTBYIOLIYIO aKTUB-
HOMY a/IbBEO/ISIPHOMY KPOBOM3IUAHUIO, JOMUHUPYET
pecnmpaTopHas CUMITOMATMKA: BHE3AITHO BO3HUKAIO-
IIVe OfIbIIIKA, AbIXaTe/TbHasl HeTOCTaTOYHOCTb, BIIaXKHBII/
HpPOAYKTVBHBIN Kalllelb I KPOBOXapKaHbe Pas3/iNiHON
MHTEHCUBHOCTHU, KOTOPbIe MOTYT COIIPOBOXX/AATbCS /M-
XOPaJKoIt U BEIpa>keHHOI cmaboctrio. IIpy xpoHnsanun
Ipolecca Ha IepBblil IVIaH BBICTYNAIOT MOCTIEACTBIUA I10-
BTOPHBIX KPOBOIIOTEPb U CTPYKTYPHBIX M3MEHEHNI B JIeT-
KIX — TsDKenas, pedpakTepHas K CTaHJAPTHO Tepamun
XKeresofepUIMTHAA aHEMUS U HPOrPeCcCUpPYIOas bl-
XaTeJIbHas HeJOCTaTOYHOCTD, 00YC/IOB/IEHHASI Pa3BUTUEM
MHTepCTUIanbHOro ¢pubposa [7]. Ocobyro guarHoctmye-
CKYIO CJIOKHOCTD npeficTaBnAet VIJII' y mereit rpymHOrO
Yl PaHHETO BO3PacTa, Y KOTOPBIX 3ab60jieBaHMe, 0COOEHHO
PV JIATEHTHBIX GOPMaX, 4aCTO MaHNPECTUPYeT HeCTeIy-
bUYHBIMY CUMIITOMaMU — HEMOTUBUPOBAHHOI BSIIOCTBIO,
aHeMMYEeCKMM CUHIPOMOM U 9IM30flaMIl PeLNAUBUPYIO-
1[ell THEBMOHMMY, YTO MOXKET MPUBOAUTD K OMINOOIHOII
TPaKTOBKE Pe3y/IbTaTOB AMATHOCTUKYU U CYLeCTBEHHOM
3ajlep)KKe YCTaHOB/IEHM I ITPaBUIbHOTO AuarHosa [10].

Heo6x011M0 IOMHITB, 4TO Y fieTelt 10 7 /IeT K Kallljie
MOKpPOTa He BBIIETIAETCS, B CBA3M € YeM TOJIBKO HOCTIe 7 JIeT
KalleIb OIpefiefiAeTcs KaK MIPOAyKTUBHBII, JO 3TOTO BO3-
pacra — Kak BIaxHblit [11]. B cBA3M ¢ 3TM KpoBOXapKaHbe
y meteit ¢ VIJIT, 3aBucsiiee OT BO3pacTa, ObIBaeT AaieKo
He Bcerga. Wang L. 1 coaBT. cooO1mMIN O CIefyroleil 4a-
crote cumntoMoB MaHudecranyy VJIT y 32 manueHnToB
ot 7 mecsiuieB 110 12 tet. Y 18 (56 %) meteit HabMIO[AIOCH KPO-
BOXapKaHbe, y 24 (75 %) — xamrens, y 16 (50 %) — muxopazika,
y 6 (19%) — oppimka, y 5 (16 %) — moBbIIIEHHAA YTOMIA-
eMOCTb, Y 2 (6 %) — cBuctAmee apixanue n 'y 29 (91 %) —
anemust. Y 8 (25 %) mereit B anaMHe3e Obita ayteprus [12].

Huarnoctuka VIJIT npepcraBisieT cO60i KOMITTEKCHBIN
IIPOLIECC, HAIIPABJICHHBIN Ha BbIABJICHNE PE3UCTEHTHOI
K Tepanumu xene3ofeUIUTHON aHEMUN, IIOATBEPXKAEH-

HOTO aJIbBEOISIPHOTO KPOBOU3NMMAHNS Y UCKITIOUEHU ST
APYTYX U3BECTHBIX IpN4NH. JlabopaTopHas fUarHOCTMKA
Ha4YMHAETCs C IPOBeJeHNsI KITMHNYECKOTO aHaI3a KPOBU
U BBISIBJIEHMS TUIIOXPOMHOI MUKPOLMTAPHON aHEMUU
IpY HOPMaJIbHBIX [I0Ka3aTeIAX TPOMOOLIVITOB U KOAry-
JIOTPaMMBI, YTO IEPBUYHO MCKJIIOYaeT reMaToIoruye-
CKMe MpUYMHBI KpoBoTeueHus [7]. [logTBepxparommum
NabopaTOPHBIM KPUTEpyUeM CIYXXUT OOHApy>KeHue Cufie-
podaroB — apBeONSIPHBIX MaKPO(dAroB, HACHII[EHHBIX
reMOCUIEPUHOM — IIPU LIUTOTOTMYEeCKOM UCCTIeTOBAaHUN
6pouxoanpBeonsipuoro naBaxa (BAJI) man 6uoncun
JIeTKMX. B MHCTpYMeHTa/IbHOI AMaTHOCTHKE K/TI0UEBYIO
ponb urpaer koMmmnbioTepHas romorpadus (KT) opranos
rpypHoit xnetku (OI'K), BerABnAomasn B ocTpyo dasy
xapakTepHble A1 y3HbIe 3aTEHEHU 110 TUILY «MaTO-
BOTO CTEKJ/Ia» U YY9aCTKM KOHCONMAALNY, a B XpPOHIYe-
CKYI0 — IIpM3HAK) MHTepCTUIManbHOrO Gpuobposa. Cre-
IyeT yYUThIBaTh, 4T0 KT-IprsHaky reMocuaeposa merkux
HeCIenpuIHbL.

Knuuauuecku VJIT siBisieTCst IMAarHO30M MCK/IIOYEH S
¥ YCTaHAB/IMBAETCS INIIb IOC/Ie MICUYePIIBIBAIOIIETO Aud-
dbepeHIMaTIBHOTO MarHo3a, UCK/II0YAIOIeTo BCe UHbIE
MPUYVHBI JIETOYHOTO TeMOCUIEPO3a, BKII0Yasi CUHAPOM
I'ypnacuepa, AHIIA-acconmupoBaHHbBIE BaCKYINUThI
(c momombio BeissBaeHus1 AHITA), kapguoreHHslit re-
MOCHUZEpPO3, 00YCIOBIEHHBII MUTPAIbHBIM CTEHO30M
VTN JIEBOXKETYHLOYKOBOJ HETOCTaTOYHOCTDIO, XpOHIYe-
ckne nHpexyy (BMY-undexums, Tybepkynes, MUKO3bI)
u fp. [7, 10, 11]. Temocuaepos nerkux, onocpesoBaHHbII
anTuTenamu IgG k 6e/1Ky KOpOBbeTro MO/IOKA C Pa3BUTHEM
VMMMYHOKOMIIIEKCHOJI peaKI[NN, M3BeCTeH KaK CUHIPOM
XaitHepa (XeitHepa, Heiner; cuHOHMM: 6071€3Hb MOTIOY-
HBIX penunuTuHOB). [Ipn JaHHOM CMHJIpOMe B KpOBU
PeTUCTPUPYIOTCA 903MHO(VINA, MOBBILIEHNE YPOBHA
o6bmero IgE, obnapyxusaror IgG-anTuTeNna k 6enKy Ko-
POBBErO MOJIOKA; TP TYICTONIOTMYECKOM MCCIIEJOBaHUY
ormedaroTcsa oTnoxenus IgG, IgA u C3-koMnoHeHTa KOM-
IJIEMEHTA B ajibBeosax [13, 14].

Ha ceropHs oTCYTCTBYIOT YTBEpK/IeHHBIE K/IMHITYECKIe
peKoMeHfianuy 1o BefieHno nanuentos ¢ MJIT, uro onpe-
IensieT HeOOXOAMMOCTD Pa3pabOTKM U ONMTUMU3AIUK
3¢ (PeKTNBHBIX TepaleBTNYECKUX CTPATEIUIl Ha OCHOBE
aHa/MM3a HaKOIIEHHOTO KJIMHUYeCKoro ombita. basuc-
HBIM IAaTOTeHETUYECKUM JIedeHeM, O TBEPIUBIINM
cBOI0 90 (PEeKTUBHOCTD, SIBASAETCS TePAIUs CUCTEMHBI-
mu riaokokoptukocrepousamn (IKC): B octpyto dasy
Ha3HAYaIOT NPESHU30/I0H C IOC/IEAYIOLeN MeJIEHHON
OTMEHOJI TPV OTBETe Ha TEPAINIO, & IIPU MACCUBHOM KPO-
BOTEUEHNI — ITY/IbC-TePANNI0 METV/IIIPESHN30TOHOM.
I[Ipu Ts1Ke7I0M, pepaKTepHOM WM/IN YacTO PELUANBUPY-
foutem tedeHnn K TKC gobasnsior crepons-cobeperarorie
MMMYHOCYIIPECCAHTBI, TaKle KaK TUAPOKCUXTOPOXIH,
asaTMonpuH, nukaopochaMus, 6-MepKanToONyprH, Me-
ToTpekcar [7, 15, 16]. B mocnemgHme rogpl B Tepanny TaKux
PE3VICTEeHTHBIX CTy4aeB C YCIIeXOM NPUMeHAETCS PUTYK-
cumab [17], TMIocTepongHbIN (TUIIOCOMAIbHBIN) TeKCca-
MeTa3oH [18-20]. CuMnTOMaTH4eCcKoe ieyeHye HalpaB-



JIEHO Ha KOPPEKINIO YIPOXKAIOUINX >KM3HU COCTOSHMIA
U BKJIIOYAeT PeCIVPATOPHYIO MIOAfeP>KKY IIPY IbIXaTe/Ib-
HOJI HEJIOCTaTOYHOCTY ¥ 3aMeCTUTE/IbHYI0 reMOTpaHCcdy-
3MI0 TP TsDKeTIoN aneMuu (4, 7].

IIpornos npu MJIT ocraeTcs HeonpepeneHHbIM. Vcxo-
Bl BAPBUPYIOT OT CTPEMUTETBHO JIeTATbHBIX B C/Iy4ae
¢bynbMUHAHTHBIX GOPM C IPOPY3HBIM KPOBOTEUEHIEM
10 KOHTPOIMPYEMOTO XPOHIYECKOTO TeueHN A Ha (HoHe
tepanyy. CpeiHAA BbDKMBAEMOCTD ITOC/IE YCTAHOBICHU A
OMarHO3a COCTaBIgET OT 2 71O 5 JIeT, 1eTaabHOCTh — 50 %
(8, 16]. [Jonmrocpo4uHslit HPOTrHO3 ONpPefieNsAeTCsI PUCKOM
Pa3BUTMSA TaKMX OCIOKHEHUI, KaK XpOHUYeCKas Ibl-
XaTe/lbHasA HEJOCTATOYHOCTD, TeTOYHAs TMIePTEeH3UA
u erouHoe ceppue. He6maronpusaTHble IPOTHOCTH-
gyeckye (pakTOphl BKIIOYAIOT PAaHHMUIL BO3PACT feboTa
(mo 5 mert), 4acThle TSAXKe/Ible 0O0CTPEHNA, PE3UCTEHT-
HOCTb K MIMMYHOCYIIPEeCCUBHOI Tepanuu u OpicTpoe
dbopmupoBanne pubposa Mo JaHHBIM BU3yATU3ALNN
OTK [3, 21].

Ienp nccremoBaHMs — NIpOaHAIN3NPOBATh KIMHIKO-
[MAaTHOCTUYECKIe OCOOCHHOCTH U TePANIeBTUYECKYIO TaK-
tuxy npu VJII, peppakrepHoM K Tepannnu, y pebeHKa
paHHero BO3pacTa Ha OCHOBaHMM JeTalbHOrO pasbopa
K/IMHMYEeCKOTO HAOMTIOfIeHN A C JIeTa/IbHBIM VICXOIOM.

Marepuaibl 1 METOAbI

[IpencraBneHo KIMHUYECKOe HaOJIOleHNe IalyeHTa
1 roma 10 mecsues ¢ BepuduiuposanubiM VIJII, Bkiio-
Yas 3TaIlbl IEY€HUA B OT/IEIEHUY ITyJIbBMOHONOTUM U OT-
IeNleHNY peaHMMalVy I MTHTEHCYBHOI T€Palu.

Knunangeckoe HaOmomeHne

Manpuuk, 1 rom 10 MecsneB (marta pOX[eHUS
01.02.2024 r.), 14.10.2025 r. noctynun B 'BY3 «Moposos-
ckas [JT'KD [13M».

VI3 aHaMHe3a >XM3HM U3BECTHO, YTO MalIeHT OT IIepBOIi
OepeMeHHOCTH, TIePBBIX CPOYHBIX PONOB Ha 38-i1 Hexere
recranun. Pomuicsa ¢ maccon tema 2690 1, ImHONM Tema
47 cM, oueHKoli mo mKane Amrap 8/9 6anmos. Panuuit
HeOHaTa/IbHBII TIePUOJ, OCTIOKHUJICA Pa3BUTHUEM CPBITH-
BaHMI C IPUMECHIO KPOBY Ha 3-M CYTKU KU3HU, B CBA3Y
c 4eM peOeHOK OBII IepeBelleH B OT/e/leHNe peaHMa-
uuu v uHTeHcuBHO Tepanyy (OPVT) HOBOPOXKIEHHBIX.
3amnopo3pena reMmopparndeckasi 60/1e3Hb HOBOPOXK/JeH-
HOTO, BBEJICH BMKACOJI. Bolnncan moMoit Ha 12-e cyTku
JKM3HM B y[IOBIETBOPUTENBHOM COCTOSIHUN. B popmome
BaKI[MHUPOBaH NpoTKB renaruta B; Bakuunuanua bIIXK
He IpoBoauiIack (MeguIMHCKUI oTBOX). Haxomuncs
Ha IPyIHOM BCKapM/IMBaHUY; IPUKOPM C 6 MecAneB. Ha-
YMHas C 8§ MeCALIEB B Ka4eCTBe MUTbA MOMyYas Yaii ¢ Jo-
OaB/IeHMeM L[e/TBHOTO KOPOBbETO MOJIOKA; C YKa3aHHOTO
Hep1ofia IO JaHHBIM OOIIero aHamn3a KPOBU PETUCTPUPO-
Bamach anemus (Hb go 80 r/m; cM. Tabmuny). OTmevanuch
HposiB/IeHNs atonmueckoro gepmaruta. C 18.09.2024 r.
1o 19.09.2024 r. HaxogWJ/ICA Ha CTAl}MIOHAPHOM JIeYE€HUN
B I'BY3 «/ITKB um. 3. A. bamnseBoi [I3M» ¢ iuarHosom
«OCTpas KpallUBHMI}a» IIOCTI€ BBEMIEHNA B PallMiOH Kypu-

ApxuB negmatpuu u geTckoit xupyprun Ne4 [3] 2025 ropa

HOTO AIIa; HONyYasl Tepalnio IpeSHIN30/I0HOM BHYTPH-
MBIILIEYHO U LIETUPUZVHOM.

/13 anaMHe3a 3a60/1eBaHUA U3BECTHO, 4TO ¢ 18.09.2025 1.
OTMeYaJINCh PUHOpes, NOBbIIIEHNEe TeMIIepaTyphl Tefa,
CHIDKeHMe anneTnTa (B nepuop 3abomeBaHus IMOMydast
TO/IBKO I'PYAHOE MOJIOKO), yMeHblIIeH1e fuypesa. AMOy-
JIATOPHO BBIMIOTTHEHBI aHA/IM3bI KPOBY U MOYY, BBISIB/ICHA
a"HeMus TsDKenon crenenn. 22.09.2025 r. rocnutanusn-
posan B I'BY3 «[II'Kb Ne 9 mm. I H. Cnepanckoro [J3M»;
IpY MOCTYIUIEHUM 110 ZAHHBIM OOILero aHaan3a KpoBu
remorno6uH (Hb) 34 r/n (cm. Tabnuiy). B mpuemMHoM oT-
Ie/leHNN BBIIIO/IHEHO Y3V 1modek 1 MO4eBOTo My3bIps —
6e3 matonoruy. ITo JaHHBIM KOMITBIOTEPHOIT TOMOTrpaduu
opraHoB rpyzHoit knetku (KT OI'K) or 22.09.2025 1. BbI-
SIBJIEHBI MHOYKECTBEHHbIE JMCCEMUHMPOBaHHbIE OYary
B 000UX JIeTKuX; 1o pesynbraraM I[TI]P-guarHocTkm Mas-
Ka 113 BepXHUX JbIXaTe/IbHbIX ITyTell OOHapyxKeH Strepto-
coccus pneumoniae. I1o garapiM KT OI'K ot 01.10.2025 1. —
OunaTepanbHble MHTEPCTUIMATbHBIE I3MEHEHMSI 000X
JIETKVX, YYaCTKM YIUIOTHEHNA 0 TUITY «MAaTOBOTO CTEK/Ia»
(puc. 1A). ITauuent rocnuranusuposad B OPUT, nposo-
IMINCh TeMOTpaHC(y3us 1 aHTHOAKTepyaIbHAs TePATINS
(ammxaruH, edorakcuM/cynbb6akTaM, medemnnm/cyin-
6axtam). KoncynprupoBaH ¢prusnaTpoM: yoeauTeIbHbIX
JaHHBIX 3a TyOepKyJIe3 He IOTy4YeHO. BbInmcaH ¢ yaydiie-
HyeM 06.10.2025 r. ¢ ;UarH030M «BHeOOIbHUYHAS ABYCTO-
POHHSIS MONMVCeTMEeHTapHas1 THEBMOHMSL, CpeHETsKeasy;
MHTEepPCTULMATbHAS JIeTOYHas 60/Ie3Hb HeyTOUYHEHHAs;
ocTpas fbIxaTe/bHasA HefocTaTouHOCTh I-1I cT.; monupe-
dbuLMTHAS aHEMM S TSKETION CTEIeH); COCTOSTHME IOCTIe
reMOTpaHCPY3UM».

3aboneBaHue, IOCTY>XKIBIIee IPUYNHON TOCIUTAIN-
3anuu B 'bY3 «Mopososckasa AI'Kb [I3M», Haganoch
10.10.2025 1., KOorfla BHOBb OTMEYaINCh 3MMU30]] IT0JIbeMa
TeMIepaTypsl Tena (5o 37,6 °C), MaTonpofyKTUBHBII Ka-
HIe/Ib, OfJbIIIKA CO CHVDKEHMEM CaTypanuy KUCIOpoaa
10 faHHbIM mynbcokcumerpun (SpO,) mo 88 %. B casu
C HapacTaHMeM CYMIITOMOB JBIXaTeIbHOI HEJOCTATOY-
HOCTU OblIa BbI3BaHA Opuraga CKOpOil MeZUI[MHCKOI
oMoy, n pebeHoK 6bT MOBTOPHO focTaBieH B [BY3
«ITKB Ne 9 um. I. H. Cieparckoro [I3M». ITo Tsxectn
cocroanu rocuuranusuposad B OPUT. TsaxecTs cocTo-
AHMS ObITa 00YC/IOB/IEHA IPOSBIEHNAMY JIbIXaTeTbHO
HemocraroyHocT. B OPVIT BoInonHeHa peHTreHOrpadms
OpPTraHOB I'PY[IHOI KJI€TKM, BBIABMBINASA IBYCTOPOHHIE
ouyaroBonofobHble 3aTemHeHus (puc. 2A). 13.10.2025 r.
pebeHOK ObIT mepeBefieH B MHPEKI[MOHHOE OT/e/IeHIe
Ne 2 pna panpHerimero nedeHus. IIpu ocmorpe coxpa-
HSJIaCh OJJbIIIKA CMEMIAHHOIO XapaKTepa, yCUINBAI0-
masics npu 6ecriokoiictBe. Kalenp ocTaBajcs pegkum,
ManonpoAyKTUBHBIM. TpeboBanach pecnupaTopHas
MO JepKKa: IOCTOSIHHAA HU3KOIOTOYHAS KUCIOPOJO-
Tepamnus 4yepe3 HasajabHble KaHIONU (IIOTOK 2-3 J1/MUH)
nnsa nonpepkauua SpO, Ha yposre 97-98 %. Ilpu jibi-
XaHUY aTMOC(EPHBIM BO3[YXOM OTMEYaIoCh CHUKEHIe
SpO, mo 90-93 %. C y4eTOM KNMMHNKO-aHAMHECTNIECKUX
HaHHBIX U pe3ynbTaToB obcnesoBaHusA (coyeTaHume

o
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Knmunvecknii cnyyaii/ Clinical case

Tabnuua.

[lnHamuka ypoBHs reMornobuHa (Hb) n anusogoB 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
21.12.2025r. 82
03.01.2026 r. 78

peuUVBUPYIOLEN ITHEBMOHMM C aHEMMUEIA, MaHndecra-
LM1s1 KOTOPOII COBIIa/Ia C BBElEHEM B PAIjVIOH L[e/IbHOTO
KOPOBBETO MOJIOKA, Y pebeHKa € IIPOsB/IEHSIMMI IIHUIIEeBOI
a/UIepruy B BUJie aTONNYECKOTO AepPMAaTNUTA, KPAVBHU-
IIbl B aHAMHe3e) ObI/T 3aII0[J03PeH reMOCH/epO3 JIeTKIX,
cunppom XaitHepa. [l yrry6neHHOI IMarHOCTUKY U Jie-
yeHus manyeHT 0bu1 nepesefeH B IBY3 «MoposoBckas
OT'KDB I3M».

[Tpu moCTymn/neHUM COCTOsIHME pebeHKa TAXeNoe,
oTMeuascsa cyodpebpunurer. Pusnueckoe pasBurne
AVICTAPMOHMYHOE 3a cueT JedUINTa MAacChl Te/la: IIn-
Ha Tena — 85 cm, macca Ttema — 10 KI, MHOEKC MacCChI
terma — 13,8 kr/m?. Co3sHaHMe ACHOE; KOHTAKT OTPaHMN-
4eH, IIPU OCMOTpe OeCIIOKOEH, COIIPOTUBIACTCS MaHU-
nynAanuaM. KoXHble TIOKPOBBI CYXMe, YNCTbIe; aJl/Iepru-
JecKas M MHQEKIMOHHAs ChIllb He BbIsABIEeHA. BunyMbre
C/IM3UCThIe 060T0YKM OOBIYHOI OKPACKW; IIPU3HAKOB
[[1aHO3a He BBIABIEHO. AYCKY/IbTaTUBHO B JIETKUX [IbI-
XaHJe JKeCTKOe, XpPUIIBl He BBICyMINBAIOTCS; IepPKY-
TOPHO 3BYK SCHBII JIETOYHBII. Kamens pegknii, CyXoit,
KPOBOXapKaHbs He OTMedanoch. JacToTa ApIXaTe/IbHbIX
OBVOKEHUI — 58 B MUHYTY, OfbIIIKA CMEIIAHHOIO XapaK-
Tepa, ycunamBamomasicsa npu 6ecrnokoiictse; SpO, — 97 %
Ha OHe TOMOTHUTETBHOI OKCUTeHOoTepanuy 1-2 1/MuH
Jyepe3 Hasa/JbHble KaHIONN. [eMOAMHAMIKA CTaOV/IbHAS:
YCC — 120 B MUHYTY, TOHBI CEPJIIA ACHbIE, PUTMUYHBIE,
HIYMBI He BBICTYIINBAIOTCA. JKMBOT MATKMIL, HOCTYIIEH
HOBEPXHOCTHOI U I1y6O0KOII Maablanuu, 6e3601e3HeH-
Hbli. [ledeHb He yBe/n4yeHa, cefie3eHKa He Ma/IbIINPYeTCs.
Hnypes afeKBaTHBIIL.

ITo gaHHBIM TA60PATOPHOTO 0OCIENOBAHMS: B 001IEM
aHa/IM3e KPOBM — IMIIOXPOMHAsA MUKPOLMTapHAsI aHEMUA
nerkoii creneny, yckoperne CO9 po 19 mm/4. C-peakTus-
HbI1 6e/I0K B Ipefenax pedepeHCHBIX 3HaueHu 1. OOt
aHanu3 Moun 6e3 maronoruu. Koarynorpamma 6e3 oTko-
HeHMI1. VIMMyHOrpaMMa (K/IeTOYHBIN U TYMOPA/IbHBII
UMMYHUTET) 6e3 KIMHNYEeCKY 3HAYMMbIX M3MEHEHUIL.
AnTtnnykneapHbi ¢paktop < 1:160; aHTMHeNTpODUIbHBIE
nurorriasMaTudeckne antutena (AHITA) < 1:40.

ITpoBeneHo anepronormyeckoe 0b6cneoBaHme: ypo-
BeHb 061iero nMMyHornobynHa E coctasun 68 ME/mi,

TpaHcdysus apuTpoLuUTapHOii Macchl (neiKopeyLMpoBaHHOM
TpaHcdysus spuTpoLuTapHoii Macchl (neiKopeayLMpoBaHHOM

TpaHcdy3us apuTpoLMTapHOM Macchl (nefKopesyLMpoBaHHON

(

(ne

TpaHcdysus spuTpoLuTapHoii Macchl (eiKopeayLMpoBaHHoM

TpaHcdysus spuTpoLuTapHoii Macchl (neiKopeayLMpoBaHHoM
(

TpaHcdy3us apuTpoumTapHoi Macchl (neiikopeayLMpoBaHHON

[le6loT aHeMmMm nocie BBEIHMA LieNIbHOr0 KOPOBLEro MosloKa (Mo AaHHbIM OAK)

locnutanusauus B ITKB N2 9; BbinonHeHa reMoTpaHcdhy3us

= oS o= o

YTO IIPEBBIIIAIO BEPXHIOI TPaHNULY pedepeHCHOTrO MH-
tepBana (60 ME/mn). Crenjududeckme MMMYHOT1OOY-
nuusl E (pedepenc < 0,35 kE/n): k xasenny — 0,54 kE/n
(xmacc 1), k anbda-makransbymuny — 1,23 kE/n (kmacc 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 sitnja — 69,40 kE/n
(kmacc 5), K xxentky — 32,40 xE/n (xnmacc 4), k oBanb6y-
MRy — 19,80 xE/n (kmacc 4), k oBomykouny — 27,60 KE/n
(kmacc 4), k koHanboymMnuy — 8,13 kE/n (kmacc 3), k nu-
souumy — 1,99 xE/n (kmacc 2). Crnennududeckne nm-
MyHorno6ymHsl E K KunsaueHoMy MOnoKy — 7,10 Mr/n
(MHTepIpeTanys COITIACHO lIKase nabopaTopun). VM-
MyHOrno6ynuusl G: x sy — 28,0 mr/n (pedepenc-
HBIII MHTepBan — 1o 30,2 Mr/1), K KOpOBbEeMY MOJIO-
Ky — 37,7 mr/n (pedepeHCHBIIT nHTEpBaT — 10 38,7 Mr/m).
Takum o6pasoM, Obla BbIsABIeHa crienduyieckas IgE-
ceHCMOMIM3aIus K anepreHaM 0elKOB KOPOBbETO MO-
JIOKa U SIiiLa, B CBSI3M C 4eM peOeHOK ObUT mepeBeeH
Ha BCKapMJ/IMBaHVE TUII0A/JIEPTEHHOM aMMHOKMC/IOTHOM
cMecblo «HeokelT [I>KyHNOpP», KypMHOE A0 U3 paljioHa
TaKXKe ObIIO VICK/TIOUEHO.

ITo faHHBIM TPaxeOOPOHXOCKOINM, BBIIIOTTHEHHOI! MO~
BTOPHO, ObIT BepuMIMPOBaH TreMOpparn4ecKuii Tpaxe-
OOpPOHXNT, B AMHAMMKE — THOMHBII C FeMOpparn4eckKum
koMnoHeHTOM. ITpu uccneposanum >sxunkoctu bAJI neii-
kouuTh — 680 x 10%/71, HeitTpodubl — 20 %; IO JTaHHBIM
LMTONOTMYECKOTO uccnefopannua bAJI B nmpenaparax,
OKpAlIeHHBIX a3yP-203MHOM, B 4aCTI MaKpo¢aros 06-
Hapy>KeHbI TPAaHY/Ibl CUHETO LIBETA, IPEATIONIOKITETHbHO
reMocusiepuHa. [Ipy npoBeeHNN TUTOXMMUYIECKOI peak-
LMV HA BBIsIB/IEHNE HETeMOITIOOMHOBOTO JKejie3a (peakius
ITeprica) BBIAB/IEHBI B 4aCTU MaKpodaros cupepopuibHbie
TPaHY/Ibl B yMEPEHHOM KO/IMYECTBE, YTO MOATBEPK/AAET,
4TO B MaKpodarax 06Hapy XeHbl KPUCTAJIIbI TeMOCHUAEPU-
Ha (puc. 3), fuarHo3 reMocueposa jaerkux. I1pu nepsom
nocese BAJI Boifenen Streptococcus mitis. DXoKapguorpa-
¢budecku ObIIN MCKTIOYEHBI BO3SMOXKHbIE KapAyaabHbIe
IPUYIMHBI TeMOCH/ IEPO3a.

25.10.2025 1. HayaTa Ny/IbC-TEPANNA METUNIPENHU30-
noHOM (15 MI/KI/cyT); B majnbHelIeM Kypc IOBTOPSIIN



exxeMecs19HO. [T0OOYHBIX ABTIEHNIT M HeKe/IaTeIbHBIX pe-
aKIMI He OTMeYeHo. 3aTeM ITALMeHT IlepeBefieH Ha Iepo-
PaIbHBII IPeJHU30/I0H 13 pacdeTa 1 Mr/kr/cyT. Hecmotps
Ha craprosyio Tepanuio 'KC, ormeuanoch mporpeccu-
poBaHMe [bIXaTe/lIbHOI HegocTaTouHOoCTH. C Beuepa
06.11.2025 r. manjMeHT nepeBefieH Ha BHICOKOIIOTOYHYIO
oxcurenorepamuio (BIIO) ¢ morokom 8 1/MuH; Ha 9TOM
domne SpO, cocrasnsana 96-97 %. Ilo jaHHbBIM UCCIENO-
BaHMNA Ta30BOT0 COCTaBa KPOBMU ¥ KMCTIOTHO-IIETIOYHOTO
cocroanus (KIIC) or 06.11.2025 r.: pH — 7,35; PaCO, —
47 mm pr. c1.; PaO, — 67 Mm pr. c1.; BE — 0,1 Mmonb/m;
nmakTaT — 2,4 mmonb/n. 07.11.2025 r. mapametpsr BIIO:
noTok — 10 n/mun, FiO, — 80 %. Beimonnena pentreno-
rpa¢us OpraHoB IPYAHOI KIeTKY, ONcaHbl AudQysHble
HapeHXMaTO3HO-MHTEePCTUIMA/IbHbIE U3MEHeHNsT, bomee
BbIPaKeHHBbIE CIIPaBa; peKOMEHJOBaHO yTouHeHue 1o KT
OTK. Ilpu 6ecriokoiicTBE OTMEYaNNCh AMU3OLBI CHIKE-
Hus SpO, 10 80 % ¢ 6BICTPHIM BOCCTAHOBTIEHIEM.

C y4eToM OTpUIIATE/NIbHON AMHAMUKN COCTOSHMNA, He-
cmotps Ha Tepannio I'KC, 07.11.2025 r. uHMIMMpOBaHa
MMMYHOCYIIPeCCUBHAs Tepalysi PUTYKCUMabOM B Jl03e
375 mr/m? 1 pas B Henento (4 BBenenus). [lo ganusim KT
OI'K o1 08.11.2025 1. — MacCUBHbBIE CIMBHbBIE YYACTKY «Ma-
TOBOTO cTeK/Ma» (puc. 1B); cybneBpanbHO cripaBa Busya-
NMU3MPOBAaHA BO3AYIIHAS IOJIOCTh OKOIO 4 MM U y4aCTOK
HOBBIIICHHO ITHeBMaTu3auuyu (Oy/1ie3Hble 3MeHeHM )
pasmepom fo 14 x 2 mm. Ha done nccnegosanus cocro-
AHNe pesKo yXyamunaoch (camkenne SpO, mo 50 %), ma-
uuent nepesened B OPUT. [Tposenena guddepenimans-
Hasl IMaTHOCTUKA C THEBMONMCTHOV mHeBMoHMeit: [JTHK
Pneumocystis jirovecii B BAJI He obHapy>keHa. [laryeHT
HOJTy4asT KO-TPMMOKCA30JI IO TPO(PUIAKTIYECKO CXeMe,
a TaK>Ke 3aMeCTUTENbHYIO Tepalio BHYTPUBEHHBIM UM-
MYHOITIOOY/IMHOM B CBSI3U C TUIIOTaMMAariIo0y1nHeMuei
Ha ¢oHe Tepanuu purykcumabom. Ha 0630pHOIT peHT-
reHOTpaMMe OPTaHOB I'pyAHOI KaeTku ot 14.11.2025 r.
0TMeYa/I0Ch HepaBHOMEPHOE CHIKEHMEe THeBMATU3aALIN
II0 BCEM JIETOYHBIM IOJIAM C 06euX CTOPOH, 6ojiee BbI-
pakeHHOe B HIDKHUX M CpPeJHMX OTHeNaX; HapacTaHKe
Y4aCTKOB YIVIOTHEHNUS B IPUKOPHEBBIX M HYDKHEMeIN-
aJIbHBIX OTHE/NaX ¢ 06eux cTopoH (puc. 2B).

B OPUT nposopnmach MHTEHCUBHASI Tepanus C 3CKa-
Januel pecnMpaTropHoO moppepxkm. 22.11.2025 r.
B CBA3M C HapacTaHUeM /IbIXaTeJIbHOI HeOCTaTOYHOCTH)
mo III crenenu mauyueHT nepeBefeH Ha MHBA3MBHYIO BEH-
TIWIALNIO JIETKNX; B JaJbHeNIIeM IPUMEeHANIach BbICO-
KOYaCTOTHas MEePKYCCUOHHAA BeHTWIALMA Ha allIapare
Percussionaire VDR (nHTpamybMOHa/IbHAS HEPKYCCU-
oHHasf BeHTWIANUA). 30.11.2025 I. 3aperncTpupoBaHbI
HNpU3HAKY CMHIPOMA YTE€UKM BO3[yXa: HAIIPSKEHHBIN
ITHEBMOTOPAKC cipasa (puc. 1B), mHeBMOMenMacTMHYM
U IIHEBMOIIEPUTOHEYM; BBINONTHNNCD [peHNpYoLe
BMemniatenbcTBa. [To manueiMm KT OI'K ot 05.12.2025 1.
OIIVMICaHBI I'a3 B CPeIOCTEHNN, Ia3 B IPABOI IJIeBPAJIb-
HOIA TIOJIOCTY NPV YCTAHOB/IEHHOM ApeHa ke, YaCTUIHbIN
KOJIIAIIC IPABOTO JIETKOr0, HEOMHOPOAHOE YIIOTHEHNE
JIETOYHO TKaHM Ha BCEeM NMPOTSKEHUM; IPOBOAVIINCD
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PucyHok 1.

KomnbtoTepHble TOMOrpaMMbl OpraHoB FPYAHOM KNETKH
naumneHta: A— 01.10.2025 r. — ynnoTHeHUs No TUNY «MaTo-
Boro cteknax»; b — 08.11.2025 r. — KT-KkapTuHa MaccuBHbIX,
CNMBHBIX QOKYCOB «MaToBOro cTeKkna»; B— 30.11.2025r. —
KT-npu3Hakv npaBoCcTOPOHHEr0 MHEBMOTOPAKCa, MHEBMOME-
AMacTUHYMa, AunaTauum bpoHxoB

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

XUpyprudecKkne MaHumyaAnnm, BKaIO4YaAaA yCTaHOBKY
npeHakeit. [IpoBoAM/INICH aHAITOCENALIVIS Y MMUOIUIET S,
MOHUTOPUHT ra3006MeHa " TeMOINHAMUKHY, KOppeKI A
MeTaboNMMYeCKNX HapyLUIeHU, NHPY3MOHHAs U Ba30aK-
TUBHAsSI IOA/leP>KKa 110 KIMHNIECKOI HeOOXOAMMOCTIL.
B PpaMKaX KOHTPO/IA COCTOAHM A NbIXaTE/IbHbIX HyTe]?[ BbI-
HOJTHSI/IVICH CepUITHBIe OPOHXOCKOINI C CaHALMEN 1 3a60-
pOM MaTepuaa, BKI0Yas OPOHX0ATbBEOSIPHBII TaBaX.

ITpogoKanack 1 MHTEHCUUIMPOBAIACh TATOTEHETH -
Ye€CKasd MMMYHOCYIIpECCUBHAA Te€palui (Hpe,T_IHI/IISOHOH,
Iy/IbC-TePANNs METUINPEJHU30I0OHOM, PUTYKCUMAD).
JlonomHNTeIbHO Ha3HAYEH a3aTHONPIH, KOTOPHII B I10-
CTIeYIOLIeM II0 Pe3y/IbTaTaM TeJleMeANIITHCKO KOHCY/Ib-
tauuu ¢ OTAY «<HMMUI] 3n0poBbs feTeli» ObUT 3aMeHeH
Ha uukaopocpan. HecMoTps Ha IpOBOAVIMYIO TepaInio,
TedeHe 3a60/IeBaHS OCTIOKHIIOCH Pa3BUTIIEM OCTPOTO
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B

PucyHok 2.

0630pHble peHTreHorpaMMbl OPraHoB rPYLHOM KNETKU Naum-
eHta: A—10.10.2025 r. — ABYCTOPOHHWE 04aroBonoAobHbIe
3aTeHeHus; b — 14.11.2025 r. — HepaBHOMepHOE CHUKEHWE
MHeBMaTW3aLuMm1 N0 BCEM JIEr0YHBIM NOJIAM C iBYX CTOPOH,
Bonblue B HUKHWX 1 cpedHuX oTAenax; B —23.12.2025r. —
BbIPayKEHHOE CHUXKEHWE NPO3PaYHOCTM NIErOYHBIX NOSEw,
Haubonee BEpPOATHO BCNIEACTBUE OTEKA NErKux

Figure 2.

Chest radiography images of the patient: A— October 10, 2025:
bilateral focal shadows; 6 — 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 guctpecc-cuappoma (OPIC, puc. 2B),
JIETOYHOI TUIEPTEH3UY, JBYCTOPOHHEN IONIMCETMEH-
TapHOJ MHEBMOHUY, TOKCMYECKOTO IIOPaKeHN A NeUYeHN
¢ bopMMpoOBaHMEM IIEIEHOYHOI HEOCTATOYHOCT. B s1H-
Bape 2026 r. 0oTMeYanuch MOBTOPHbIE 3NM304bI CUHIPOMA
yTeuKN BO3/yXa (IHEeBMOMEAVACTIHYM, ITHEBMOIEPI-
TOHeyM), HOTpe6OBaBIINe XUPYPrUIecKoil KOPPEeKILNN.
Hecmotpst Ha 06'beM MHTEHCUBHON TepaIni, BKIIOYaB-
Iell pecIMpPaTOPHYIO U TeMOVHAMMYECKYIO IO IEPXKKY,
3aMeCTUTE/IbHYI0 Tepamnuio (IOBTOpHBbIE TeMOTpaHCY-
3UY SPUTPOLYUTAPHON MacChl B CBSA3U C aHeMUell) U UM-

PucyHok 3.

Wccnenosanue xuaKocTv BpoHX0anbBEOsIAPHONO JlaBaxa.
CTpenKamu yKasaHbl rpaHynbl reMOCMAepUHa B anbBEONSAPHBIX
Makpodarax

Figure 3.

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

MYHOCYIIpeCCUIO, TPOrpeccupoBana MoIMopraHHas
HEeJOCTAaTOYHOCTD, anBe,uma;{ K }IeTa}IbHOMy I/ICXO,T_{y
05.01.2026 t. B Bo3pacte 1 ropa 11 mecanes. BckpoiTue
He IPOBOJU/IOCD.

O6c¢cyxpaenne

[IpencraBneHHOe HAOMIOfEHNE [EeMOHCTpUpYeT ped-
pakTepHoe k Tepanuu Tedenne VJII' y pebenka paHHero
Bo3pacra. JIMarHo3 ObII MOATBEpXJieH OOHApyXXeHU-
eM cupgepodaros B BAJI mocie MCKIOUeHNsT albTepHa-
TUBHBIX IPUYMH BTOPMYHOIO TeMOCHAEPO3a JETKUX.
IlepBoHavanbHble IpPEAIONOXEHUA O CUHApoMe Xaii-
Hepa, MMemwlero 6ormee ONTarONpUATHBIN IIPOTHOS3,
He TOATBEPAWINCh C YIeTOM Pe3y/bTaToB a/lJIeproo-
TUYeCKOro 00cCimenoBaHus (MUHMMANIbHAsA PeaKTUB-
HOCTb K KOPOBbEMY MOJIOKY IIO JJAHHBIM OIpefeeHNsI
IgG-anTHTEN, cCOOoTBeTCTBYIOmaA I Kmaccy, 15-50 mr/m),
Hea((PeKTUBHOCTY TUIOA/IEPreHHOM AyeTsl. 'mmoa-
JlepreHHas [juera C VICKIIOYeHMeM OeIKOB KOPOBbEro
MOJIOKa — OOBIYHOE Ha3HadyeHue IpYU JIETOYHOM IeMO-
cupepose, fnd@ysHOM anbBeOTAPHOM KPOBOMSIUAHIN
y mnagennes. [Ipn cuagpome XaliHepa OHa BBICOKO3(-
(dexTVBHA, OOBIYHO COIPOBOXKAACTCS PETPECCOM CHMII-
tomatuku [7, 13, 14, 22, 23].

He oxasanach 9¢¢eKTUBHOI 1 Ha3HAUEHHAs IIPU OT-
cyrcTBun fomxHoro adp¢exra or I'KC [1] repanus ma-
I[MeHTa PUTYKCUMAOOM B KOMOMHAIINY C APYTUMU VM-
MyHOJenpeccaHTaMu (a3aTUONpPUH, L[UKI0opocdaH).
OmnbiT npuMeHeHns purykcumabda npu VIJITI' Hebonbluoit.
S.W.J. Terheggen-Lagro u coaBT. coobuaot 06 ycmer-
Hoit Tepanuu VJII' puTykcuMaboM ABYX IalMIEHTOB
9 n 12 net, y kotopbix VJIT 61 ;UarHOCTMPOBAH B BO3-
pacte 4 1 6 1eT COOTBETCTBEHHO [17].

IIpegukTOopamu neTaIbHOIO UCXOHA Y JAHHOTO Halu-
€HTa MOXXHO CUMTAaThb ONMCbIBaeMble IPYTUMU UCCIIe-
posatenAaMu VJII' mo3gHIO OVMarHOCTUKY, CBA3AHHYIO
C OTCYTCTBMEM KPOBOXapKaHbsl; OTCYTCTBYE MOHUTOPWH-



ra ypoBHs remorno6una (Hb) Ha ambynaTopHoM artame;
TpaKTOBKY AHEMNU BHE CBA3U C JIETOYHDBIM ITOPAJKEHUEM;
PaHHUII BO3PACT; TSHKECTD B ie0IoTe 3a00/IeBaHMS; pesu-
CTEHTHOCTb K Tepanuu [3, 7, 17, 21]. 3a nepuog ¢ 2017 r.
no 2025 r. B otgenenue mynbmononoruu I'bY3 «Mopo-
3oBckast [ITKB JI13M» 6110 rocinTann3upoBaHo 5 fjeTeit
¢ VIJIT, u3 xotopsix Tpu pebenka nmorn6nmu. Onncanuas
HaMM paHe€ MaliieHTKa 13 3TON rpyr[r[bl 6OHbeIX TaK>XKe
umena OPJIC npu o6octpennu 3abonesanus [9]. Cpepn
5 MAaLMeHTOB TEePANNIO PUTYKCUMAOOM IONTydanu Tpoe
0O/IBbHBIX, Y OCTA/IbHBIX IBOMX OHA OKa3aJIach YCIIEIIHOIL.

3akmoueHne
MpuonaTndyeckuil Jero4Hblii TeMOCUEPO3 — pefKoe
3aboneBaHue, 3¢(PEeKTUBHOCTb AUATHOCTUKMU U Tepa-
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KJIMHWYECKUIA CIYYAR

Bnnanne CFTR-MonynaTOpOB Ha TeyeHne
penMOMBUPYIOIIETO MAaHKpeaTuTa y pebeHka

C MYKOBUCLIIIO30M

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

' OIBHY «MeuMKo-reHeTUYECKMIA HayUHbIM LeHTp UM. akag. H. [1. boukoBa» (yn. MockBopeube, A. 1, . MockBa, 115522, Poccus)
2 OrAY «HauuoHanbHbli# MeIMLMHCKMIA UCCNeA0BaTe bCKUIA LIEHTP 3[10p0BbsA AeTeli» MuHaapasa Poccun (JToMoHoCOBCKUIA npoc-

nekT, .2, cTp. 1, r. Mockea, 119991, Poccus)

3 TBY3 MO «Hay4Ho-uccnenoBaTeNbCKM KIIMHUYECKUIA MHCTUTYT AeTcTBa Muu3apasa MockoBcKoi obnactu» (yn. KoMuHTepHa,

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

Pesiome
PeunavBupyOLLMA NaHKpPeaTUT y MaLMEHTOB C MYKOBUCLMAO-
30M (MB) MOeT pasBMBaTLCA MPU «MAFKMX» NATOreHHbIX Ba-
puaHTax reHa CFIR.

MpencTaBneHo onucaHWe KAMHWYECKOro cnydyas pebeHKa
6 NeT ¢ peunaMBUPYIOLLMM NaHKpeaTMToM Ha GoHe MB ¢ reHo-
TunoM F508del/3849+10kbC>T, ¢ BbIpaXKeHHOM NONOKMUTENLHOM
AMHamMuKon Ha ¢doxe npueMa CFTR-mopynaTopoB anekcakag-
Top + Te3akadTop + uBaKadrop + mBakadrop. [ocne ctapTa

Tepanuu y pebeHKa NOBLICMACA anneTuT, NPekpaTMaMch bonm
B KMBOTE, OTMEYeHa HOpManu3auus NoKasaTesien amunasbl
W IUNasbl B KPOBH.

CFTR-mopynaTopel, BocCTaHaBNMBaoWmMe QYHKUMIO aedek-
THOro Genka, 3QdEKTUBHbI HE TOMLKO MPU NIEroYHbIX NpoOsiB-
neHusx 3aboneBaHus, HO U AEMOHCTPUPYIOT MONOXKUTENBHYHO
OMHAMUKY B OTHOLLIEHWUM NaHKpeaTUTa npu «MArKoM» deHoTune
npu MB.

KnioueBblie cnoBa: MYKOBUCLNAO03, XpOHVNeCKMVI NaHKpeaTuT, TapreTHaa Tepanus, pELl,VIDMBVIpymLLWIVI OCprIﬁ NaHKpeaTuT,

CFTR-mopynsaTopsl

Ina uutuposauus: lygkosa A. [1., Mopsakosa H. B., laapuua B. B., Konapatbesa E. W. Bamanne CFTR-MoaynsTopoB Ha
TeyeHWe peLnamBUpYIOLLEro NaHKpeaTuTa y pebeHKa ¢ MyKoBUCLMA030M. Apxus neduampuu u demckoll xupypauu. 2025;3(4):54-58.
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CLINICAL CASE

ApxuB nefuaTpun n feTcKoit xupypruu Ne4 [3] 2025 ropa

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

Anastasia P. Gudkova'?, Natalia V. Moryakova', Vera V. Shadrina'?, Elena I. Kondratyeva'?

! Research Centre for Medical Genetic, 1 (Moskvorechye str., Moscow 115522, Russia)
2 National Medical Research Center for Children’s Health, Ministry of Health of Russia (Build. 1, 2, Lomonosovskiy prospekt, Moscow

119991, Russia)

3 Research Clinical Institute of Childhood of the Moscow Region (build. 1, 24a, Kominterna str., Moscow region, Mytishchi, 141009,

Russia)

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. . 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 caMbIX
PacIpoCTpaHEHHBIX B MUPE ayTOCOMHO-PeI|eCCUBHBIX
MOHOT€HHBIX 3ab0/eBaHIIl, 00yC/IOBIEHHOE IaTOTeH-
HpIMM BapuaHTamu B reie CFTR (OMIM 602421), ko-
AMPYIOIeM TPaHCMeMOpPaHHBII PETryaATOp IIPOBOAM-
MOCTIL.

[NopaskeHre IOMKeTyLOTHO JKeJle3bl ABIAETCS O HUM
U3 KJII0OYEBBIX U paHHUX Iposasaennit MB. ¥ 85-90 % na-
IVEHTOB Pa3BUBAETCs SK30KPMHHAA MTaHKpeaTnIecKas
HeJOCTaTOYHOCTD, MaHN(peCTUPYIOIAs yKe Ha IIepBOM
rogy >Knsunu [1].

IIpu coxpaHHOJ MM 9aCTUYHO COXPAHHOM 9K30KPMH-
HOJ PYHKIIUNM MTOJKeTyJOYHOI KeJle3bl (TaK HasbIBae-
MBIJT IAHKPeaTNYeCKNI COXpaHHBIN (GeHOTHI (OT aHIL
Pancreatic Sufficient)), accorunpoBas ¢ «MATKMMM» Ta-
ToreHHbIMM BapuaHTaMmu resa CFTR. VImeHHO B 3TOM
TPYIIIe PUCK Pa3BUTHUA PELNAVBIPYIOMINX XPOHNYECKUX
DaHKPeaTUTOB Hanbosee BBICOK [2, 3].

B cBA3M ¢ TeM, YTO B OTEeYECTBEHHOI IUTepaType
NaHHBIX O PeUNUAVBMPYIOUEM I XPOHMYECKOM IaH-
Kkpeatute Ha poHe MB HemocTaTOYHO, IpeICTaBIEH-
HBIJI KIMHUYIECKUIA CTydail HaTALHO JEMOHCTPUPYET
BBIPQ)KEHHYIO OTOXXUTETbHYIO IUHAMUKY B BUJE TIpe-
KpallleHNsA pelyINBOB IIAHKpeaTUTa Ha (GOHe Tepanun
CFTR-monynsaTopos.

Knuanyecknii cnyvyan

JleBouka 6 jeT, gMarHo3: MyKoBMCLNIO3, NpeUMYyIie-
cTBeHHO jeroyHass ¢opma. JH 0. Xpouuyeckuit 06-
CTPYKTUBHBINI OpPOHXUT. PenuauBUpyIOLNil MaHKpea-
tut. lenornm: F508del/3849+10kbC>T.

Mukpobuonorndeckuit fuaruos: XpoHMUIeCKUil
BbICeB S. aureus. XpoHudeckuil BoiceB P. aeruginosa
(2021-2025 rr.), spaguKanus.

Ha6mopnaercs B otaenenun mykosuciupgosza ['BY3 Mo-
ckoBckoit obmactu «HVKU gercrBa MunsgpaBa MockoB-
cKoit obmacTn» ¢ 2021 1.

V3 anaMHe3a U3BECTHO, YTO B BO3pacTe OJJHOTO MecCH-
I1a TOCIIMTANN3MPOBaHa B MHPEKIMOHHBIN JUCIIaHCeP
10 IIOBOZIY THEBMOHMN, OC/IOKHEHHOI aTeneKTasoM. Jle-
BOYKa C ITIOIOKUTETbHBIM HEOHATA/IPHBIM CKPUHWHTOM
Ha MB: B Bo3pacte 2 Heenb (MccnefoBaHue IIPOBELEHO
C HapyIIeHNeM CPOKOB) IMMYHOPeaKTUBHBIN TPUIICUHO-
reH 98 Hr/mi1. B Bospacre 1,5 Mecs1ieB BriepBble IIpOBefieHa
noToBasi Hpoba, IPOBOAMMOCTD IOTa Ha ammapare «Ha-
HOZaKT» coCTaBuIa 45 MMonb/n (Hopma o 50 MMOnb/n),
pe3y/IbTaT OTpuLaTeIbHbIIL. [laee COXpaHsIIICD )KaToObI
Ha 4acTble OOCTPYKTUBHBIE OPOHXUTBI ¥ IOCTOSHHBII
Kallle/ib BHE IePUOLOB 000CTPEHNSL.

IToBTOpHO MOTOBas npoba Ha anmapare «HaHomakT»
nposefieHa B Bospacre 2 et B HVIKW percTBa, pesynb-
TaT 74 MMOJIB/JI — TIOKa3aTeNN B «IIOTPAHMYHON 30HE».
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Knmunvecknii cnyyaii/ Clinical case

IIpoBenmen momuck 30 9acTHIX NATOT€HHBIX BapMAHTOB
BreHe CFTR B ®I'BHY «MI'HILI», BbIAABIIEHBI B YaCTBIX
MaTOT€HHBIX BapMaHTa B KOMIIAYH/-T€T€PO3UTOTHOM
cocrosiHnm: NM_000492.4: ¢.1522_1524del (p.F508del)
u 3849+10kbC>T (NC_000007.14: g.117639961C>T). Ta-
KIM 00pasoM, B BO3pacTe 2,5 rofia yCTAaHOBJIEH AMAarHo3
MB. C MOMeHTa yCTaHOBJIEHN S AMATHO3a MOy 4aeT 6asuc-
HYI0 TepalNI0 — MHTaJIALNMY TUIEPTOHNYIECKOTO PacTBO-
pa NaCl, narananum fopHassl anbda, )KUPOpacTBOPUMBIE
BUTaMVHBL. B CBA3M ¢ BbICEBOM U3 [bIXaTe/IbHBIX ITyTel
P. aeruginosa monmy4vana MHTaIALNY KOMTUCTUMETATa Ha-
TpuA ¢ 4 neT.

IIposABIeHNs CO CTOPOHBI NOMKENYAOIHON
JKelle3bl B aHAMHe3e

C Tpex seT HeBOYKAa OTMedana Iepuopmdeckue 60mu
B )KMBOTe. B 6MOXMMMYeCKOM aHann3e KpoBM B 3 roaa
BIIEpBbIe BBISABJIEHO IIOBBINIEHNME IIOKa3aTe/leil B Kpo-
By anbda-amunasel 483 En/n (mpu Hopme 25-125 En/m),
HmaHKpeaTn4eckoit amuiasel 376 En/n (mpu Hopme 4-31
En/n), nakrarmernpporenassl 722 En/n (mpu HopMme Me-
Hee 314 En/n).

Ilo pesynbTataM yabTPasByKOBOTO MCC/IEI0OBAHNUS Op-
raHoB 6prournoit monoctu (Y3¥ OBII) B Bospacte 3 et
oIIpeme/ANNCh Npu3Haky AuQQPy3HbIX N3MEHEHNI ITa-
PEHXVMBI IOJIXKENTYLOYHOM JKeTe3bl, peaKTUBHOM TUIIEP-
IJIa3UY eAVHUYHBIX TMMpATUIeCKUX Y37I0B. BbicTaBeH
AMATHO3 PelVAVBUPYIOI NI IIAHKPEATNUT, eXeTrOFHO OT-
MedYajich 000CTPEHNs C MOBBILIEHVEM YPOBHel aMuia-
3bI (o 7 pa3 BbIllle HOPMBI) U MUIa3bl (Ko 29 pa3 BbILIe
HOpMbI) KpoBu. O6OCTpeHMS COIPOBOXKAAMUCH OOIAMMU
B >xmBoTe. Cobmofana fueTy (C IMOBBILIEHHBIM COflepiKa-
HYeM 0e/Ka, YMeHbIIIeHVeM yI/IeBOJOB, B YaCTHOCTH Ca-
Xapa, C Pe3KMM OrpaHNYeHVeM 9KCTPaKTHBHBIX BeIIeCTB,
Iy PMHOB, TYTOIIABKVIX )XVPOB, XO/eCTePUHA, 9(PUPHBIX
MaceJI, Tpy0oil K/IeTYaTKH, MCK/TI0YeHNeM XKapeHbIX, O4eHb
XOJIONHBIX ¥ TOPSTIMX O/TI0f), ObLT HA3HAYEH MAaHKPeATHH
B MUHI-MuKpocdepax mo 10000 EJI go 3 pas B geHb, Ko-
TOPBIN JeBOYKa MPUHVIMAET IO HACTOAIIET0 BPeMeH.
ITpu o6ocTpenNM Momyvana Crra3MOJIUMTIKY, 930MeIpasor,
IpY HeOOXOAMMOCTY MHPY3UOHHYIO TePAIINIO C IIOTOXK Y-
TeIbHOM MUHAMMUKOI.

ITpu ocmoTpe B Bo3pacTe 5 eT ¢puandeckoe pasBu-
THe cpefHee rapMoHnaHoe: Bec 25 kT, poct 123 cm, UMT
16,5 (77-i1 nepueHTNIB, 0,74 2-score). CocTosiHMe 1O 3260-
JIEBAaHMIO CPefIHe TAXKeCTH, CAMOYYBCTBIUE He CTPajjaeT.
IIpaBUIBHOTO TENTOCIOXEHN S, JOCTATOYHOIO IIUTAHN .
Kosxa pusmonorndeckoit okpackn, ancrasi. HocoBoe fpr-
XaHue He 3aTpyiHeHo. YacToTa gpIXxaHMii — 24 B MUHYTY.
IIpu aycKyabpTanuy fbIXaHMe Be3UKY/IAPHOE, IPOBOANUTCS
CUMMETPIUYHO C 00eMX CTOPOH, XPUIIOB HeT. TOHBI cepaLa
SICHBIE, pPUTMIYHBIE. YacTOTa cepAedHbIX COKpaIleHN —
92 B muH. JKuBot MsArkuit, 601e3HeHHbII IPY TTATbIALINN
B 30He [llo¢dapa, Touxax [lexxappreHa u Meito — Po6cona.
HioxHnit Kpail IIedeHn ManbnupyeTcs y Kpas pebepHoil
nyru. Cenesenka He nanpnupyercsa. Ctyn 1 pas B [ieHb,

o bpucronbckoit mxkane Tum 3. ModencnyckaHue CBO-
6onHOe, 6e360/Ie3HEHHOE.

B xomporpamMMe eAMHMYHBIE MbIIIeYHbIe BOIOKHA,
HeJITpanbHBIN XUP He onpegnen:Anca. Ilankpeatnyeckas
amacrasa-1 xama — 6omee 500 MKI/T.

IIpu Y3 OBII B nuddysHble U3MeHEHUs NeYeHN
(CTPYKTypa HECKO/IbKO HEOZHOPOAHAs, 9XOTeHHOCTD
CpemHsAA, KOHTYPbI POBHbBIE), PeaKTUBHbIC N3MEHEHU
HOIKeTyJOYHOI >KeJle3bl (9XOT€HHOCTD MOBBIIIEHA).

I[Tpu npoBeneHNM KOMIIBIOTEPHOI TOMOrpaduy opra-
HOB I'PYJHOIT KIeTK! B S5 000MX JIerKux 1 B 6a3aIbHbIX
OTHeNaxX HIDKHUX J0/ell 000MX JIETKUX ONpefe/siINCh
PeTUKY/ISIpHbIE I3MEHEHN I, HEMHOT'O4JIC/IEHHbIe HepaB-
HOMEPHO pacIpefie/leHHbIe 04aryu U HeOOIbIIINe YIaCTKN
YIUIOTHEHU S JIETOYHON TKaHY 110 TUITY «MaTOBOT'O CTEKJIa»
HM3KOJI IJIOTHOCTHY, C HEYeTKMMY HEPOBHBIMM KOHTY-
paMu.

I[To faHHBIM KOMIIBIOTEPHOI TOMOTpaduyt OKOJIOHOCO-
BBIX I1a3yX: KAPTUHA IUIIEPIVIACTUIECKOTO PUHOCUHYCHUTA.
HesHaunTebHbII pUHUT, He3HAYUTENIbHOE S-00pa3HOe
VICKpUBJIEHVIE NIEPETOPOLKI HOCA, aIEHONU/IBI 3-11 CTEIIEH .

JleBOuKa IIpORO/IKa/Ia IPUHUMATD 6a3UCHYIO TepaInIo.
JmuTenbHO mosiy4yana MHTAIALNY KOJIUCTUMeTaTa Ha-
TpUS B CBSI3M C XPOHMYECKMM BbICEBOM P. aeruginosa.
B Bospacre 5 net 10 MecsitieB 6bIIO Ha3HAYEHO 1 MTPOBe-
JeHo 3 Kypca 10 28 [Hell MHTaIALMOHHOIO a3TpeoHaMa
1o 75 Mr 3 pasa B JIeHb B CBA3M C XPOHUYECKONM CUHE-
THOIHOJ MH(}eKIMell TbIXaTeTbHbIX My Tel ¢ IOTO0XNU-
Te/IbHON AMHAMMKOIL. B mocnenyromeM BbiceBOB P. aeru-
ginosa He 3adUKCUPOBAHO.

Tepanusa CFTR-monynaTopammu anekcakaprop + Tesa-
ka¢Top + nBakagprop 100/50/75 mr yTpoM + uBaxapTop
75 MI Be4epoM MHULIMMPOBaHa B Bo3pacTe 5 et 11 me-
CALIEB.

Ha ¢one npuema CFTR-MomynsaTopoB B TedeHUe
IIEepPBBIX 6 MecCAILeB Tepaluy OTMedYeHa BbIpa’KeHHas
HOJIOXKUTE/IbHASA IMHAMMKA CO CTOPOHBI YaCTOTBI peliy-
IVBOB IMaHKpearnTa. IloBbIcKHIICA anmeTnT, mepecrann
6ecriokonThb 60mu B xmBoTe. HeXxenaTebHBIX peak-
1yt He 6b110. Yepes Tpu Hefienn MOC/Ie HavYajIa mpreMa
CFTR-MOmynATOpPOB CTOUMT OTMETUTH HOPMa/IU3aAL IO
HoKasaresieil pepMeHTOB IO KeTyJOYHOI JKele3bl (aMu-
Ja3a, MMIas3a KpoBM) ¥ CTOMKYIO0 PEMIUCCHIO TAaHKPeaTnTa.
JnHaMMKa IMoKa3aTesell MalyeHTKY A0 U IOoC/Ie IpueMa
IpeIapaToB NpeACcTaBIeHa B TabIuIe.

O6cyxpenne

ITaHKpeaTUT TPaguIMOHHO He PacCMAaTpUBAjCA Kak Jo-
MIHNpYIOlee IposBIeHne MyKoBucnunosa (MB) BBuny
npeo6najjaHns y HalMeHTOB TSDKETION ITaHKpeaTnuecKoi
HeJIOCTaTOYHOCTH, IIPU KOTOPOII PyHKIIMOHA/IbHAS TKAHD
KeJle3bl IMPaKTUYeCKV MOTHOCTBIO 3aMeleHa (prOposHO-
JKMPOBOJ TKaHbIO, YTO CHIDKAET PUCK OCTPOTO BOCIAJIe-
Hus. «Msrkue» naroreHHble BapuanTsl reHa CFTR MoryT
IpefpacloyiaraTh K pasBUTUIO NAHKPEATUTA, T.K. PUCK
€r0 pasBUTMA 3aBUCUT OT COOTHOIIEHNM:A COXPaHHBIX
al[MIHAPHBIX KJIETOK IOMKETyJOYHOI >Kele3bl U CTeTleHN



Tabnuua.
[mHamuka nokasatenen 6UOXMMUYECKOr0 aHaNW3a KPoBM NaLMeHTKK Ha doHe Tepanum CFTR-MoaynsaTopamu 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) 483 221
laHKkpeaTuyeckas aMunasa (Hopma 4-31 Eg/n) 376 156
Jlunasa (Hopma 8-78 Ea/n) - 327

o6¢cTpykuuu nmpotokos [4]. ITpumepHo y 20 % maryeHToB
¢ MB 1 HopMasIbHOI QYHKIIVIET IO KeTyTOYHOI JKe/Ie3bl
B TeUeHVe KVM3HM Pa3BUBAETCs MAaHKpeaTuT [5].

[Tatorennsrit Bapuant 3849+10kbC>T oTHOCUTCA
K BapMaHTaM C «MATKUM» HEHOTUIIOM, I KOTOPOTO
XapaKTepHbI HOpMa/IbHbIE VJIY IOrPaHMYHbIE II0KA3aTen
HOTOBOI TPOOBI [6], YTO MMEIO MeCTO B OIIMCAHHOM CIIy-
qae. ITO MOXeT 00yCIaBIMBaTh O3AHIOK AUATHOCTHUKY,
OTCYTCTBUE VIV MO3JHee Pa3BUTHE MAHKPEATNIeCKO
HEeJJOCTAaTOYHOCTY U COIYTCTBYIOLIMX OC/TOKHEHUIL.

OTHOCHUTENIbHO IAHHBIX MUPOBBIX UCCTIEJOBAHNIT Ha-
kannusaercs onblT npuMeHeHus CFTR mopynsaTopos
y HalMe€HTOB ¢ MaHKpeaTuTamyu npu MB — oTrmedaercsa
JICYe3HOBEHNE CMIITOMOB 3a00/IeBaHM I ¥ CHIVDKEHME Ya-
CTOTHI 06OCTpennit [2, 7].

Tak>ke mapaoKcaabHO, HO €CTh OINMCAHNS CIY4aeB,
KOT/Ia OCTPBIN HAHKPeATUT Pa3BUBAJICA Y MALMIEHTOB II0-
CJIe Hayasia IpyeMa TapreTHolt Tepanuu. Sardas u coaBT.
B 2023 r. coobmman o AByX mauueHrax ¢ MB u maHk-
peaTniecKoil HefOCTATOYHOCTDIO, Y KOTOPBIX Pa3BUIICS
OCTpBIil TAHKPEATUT BCKOPe I0C/Ie Hayasla TePany KOM-
OMHMPOBaHHBIM IpemaparoM (arekcakadrop/resakadrop/
uBaxadrop) [8].

ITaHKpeaTuT sIB/IsIeTCS 3HAYMMBIM U HELOOLIEHEHHBIM
ocno>xHeHneM MB, B OCHOBe KOTOPOTO JIEKUT MEePBUY-
Hasi 0OCTPYKLMsI IPOTOKOBOI CUCTEMBbI ITOJKETYJOUHOI
XKefe3bl BSI3BKMM CeKpeToM Ha ¢oHe fucdyHkimm benka
CFTR. JuarHocTuka u jedyeHne JAHHOTO OCIOXKHEHMS
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ApxuB nefuaTpun n feTcKoit xupypruu Ne4 [3] 2025 ropa

L. 5 fiet 5 1. 5. 5 net 6 n. 6 n.
8 mec. 6mec. 9mec. 11 Mec. 2mec. 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 MEXXAUCIVIUIMHAPHBIN
xapakTep. Haubosee momoxxnuTenpHble IepCHEKTUBBI
IJIS1 TAKMX HAIMeHTOB CBSI3aHBI C IIOAB/IEHMEM IaTOTe-
HETUYECKOI TapreTHON Tepanuy — BbICOKOAKTUBHbBIX
mopynsaTopos 6enka CFTR.

CFTR-MORYIATOpPbI BOCCTAHABIMBAIT (PYHKI[UIO
nedexTHOrO 6enKa U 9Pp(EeKTUBHBI B TepaluU peLn-
OVBMPYIOILIETr0o MaHKpeaTuTa npu MB, o 4em HarnAmgHO
CBUJETENbCTBYET ONVCAHHDBIN KAMHUYECKNI IIPUMED.
YcrpaneHue OCHOBHOM IPUYMHBI — HAPYLIEHHOTO COCTA-
Ba U BA3KOCTMU IIAHKPEATNIeCKOrO CeKpeTa — IPUBOAUT
K CHIDKEHMIO IIPOTOKOBOJ IMIIePTEeH3MY, YMEHbIIEHNIO
ayToarpeccum u, Kak CIeACTBIe, K pa3pelleHNI0 BOCIa-
JINTENIbHOTO Iponecca. KIMHNYeCKN 3TO IPOsBIAETCA
MCYe3HOBEHNMEM abOMIHAIBHOTO 60/IEBOTO CUHIPOMA,
HOpMasu3alyeil ypoBHs IIaHKpeaTu4ecKnX pepMeHTOB
U yiIydIlleHyeM Hy TPUTUBHOIO CTaTyca.

3aknrodeHne

[Tocne crapra Tepanuu CFTR-MofgynaTopamu y ieBoYKn
¢ MB Habm0maeTCcs NOMOKUTENbHAA JUHAMMKA TeYeHU
peLUANBUPYIOIIEro MaHKpeaTuTa: KynupoBaH 60/1eBoil
CUHJIpOM, BIIEPBBIE 32 HECKOIBKO JIeT HOPMa/I30BalINCh
IOKa3aTe/ly aMmasbl U numassl B Kpou. Ha downe Te-
panuu CFTR-mMopynaTopaMu u ocje npoBefieHN s Tpex
KYPCOB MHT/IAILIOHHOTO a3TPEOHaMa OTMedYeHa 3paju-
Kanus P. aeruginosa. Tepanus u fuHaMudecKoe HabIIIo-
IeHye pebeHKa MPOLO/IKEHBL.
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KJIMHWYECKUIA CIYYAR

DeHNIKEeTOHYpUS ¥ peOeHKa: 3HaUeHNe
CBOEBPEMEHHOTO BbIABJIEHN A U PALIYIOHA/IBHOM
TaKTVKU BEHAEHUA B JOITOCPOYHON MEPCIIEKTUBE

A.T1. Kuprotknna', A. @. Tanaiiem?

" ®rb0Y BO «CamapcKui rocynapCTBeHHbI MeIMLIMHCKMIA YHUBepcuTeT» (yn. Yanaeeckas, 1. 89, r. Camapa, 443099, Poccus)
2TbY3 «lopoackas aeTckas nonMKMHUKa» (np-T Mobeapl, A. 95, r. Men3a, 440047, Poccus)

Pestome

OenunketoHypua (PKY), wnam  runepdeHunanaHMHeMus
(T®A) — 3aboneBaHue, 00ycnoBNeHHOE HeLOCTAaTOYHOCTHI
aKTMBHOCTM (epMeHTa (eHunanaHuHrugpokcunasel (QOATR),
NPUBOASLLEN K HAKOMJIEHWIO B OpraHu3Me deHnnananuHa (PA)
¥ NPOAYKTOB ero MeTabonu3amMa. CBoeBpeMeHHas AMarHoCTuKa
OKY obecneunBaeTcs npoBeeHNEM HEOHATaANIbHOTO CKPUHUH-
ra BCEM HOBOPOXAEHHbIM. 3TO CO3JaeT BO3MOXHOCTb CBOEB-
PEMEHHOr0 Ha3HAYeHWA afleKBaTHOW AueToTepanuu u bnaro-
NPUATHOrO NporHo3a 3abonesaHus. B cTaTbe npeacTaBsieHo
OMKUCaHME KIMHUYECKOrO CNyYas No3JHei AUarHoCTUKM Knac-
cuyeckoi popmel OKY. MauueHT Haxoannca Noa ANUTESbHbIM
HabnogeHueM c poxkaeHus fo 17 net. OcobeHHOCTLI0 faHHOO
CNyyas SBNAETCS BbISABNEHUE (EHUNIKETOHYPUM B 2-NETHEM
Bo3pacTe. HeoHaTanbHbIli Nepuof Obin OCNOMXHEH MepuHa-
TanbHbIM nopaxenneM UHC runokcuyecku-uwemMmyeckoro

reHesa, aTesleKTaTU4eCKOW MHEBMOHMEW, IHTEPONaTUYECKUM
CMHAPOMOM. YKa3aHHbIMM MaTONIOTMYECKUMU COCTOSHUAMU
00bACHANACL paHHAA 3afepXKa MOTOPHOr0 M peyeBoro pas-
BUTUA [0 LOCTUXEHMA pebeHKoM ABYX feT. 1o NoCcTaHOBKM
AmarHosa pebeHOK nofydan Bo3pacTHble A03bl Oenka ¢ nu-
LLen, 3TO Cbirpanio rNaBHY pojib B GOPMUPOBAHUM CTOMKMX
MCMXOPEYEBbIX HApYLWEHUA M KOTHUTUBHBLIX PaCCTPOWCTB.
CTporas aueToTepanus, HasHayeHHas nocsie NOATBEPIKAEHNA
aunarHosa ®KY, no3sonuna AocTUYb YaCTUHYHON KOMMEHcaLum
HapyLUEHW, 04HAKO paHHUE KOTHUTMBHbIE MOCNeACTBUSA OKa-
3anucb HeobpaTuMbIMK. HepocTaTouyHbIM YpOBEHb NpuBEp-
YEHHOCTM NEYEHUIO CTaN NPUYKUHOI pa3BUTUA Y pebeHKa anu-
30[10B MeTabonnyeckonm paexkoMneHcaumu. ConyTcTBytowias
coMaTUyecKas naTosiorus, HanpoTUB, He OKasblBaNa peLual-
LLiero BAMAHUA Ha TedeHne OKY.

KnioueBblie cnoBa: CI)EHVIJ'IKETOHypVIFI, JETH, KIIMHUYECKUIA cnyqaﬁ, no3aHAA AUarHoCTUKa, HEVIPOKOFHMTMBHbIE paCCTPOVICTBa,

ncuxopeyesble HapyLLeHUA

Ona uutuposanus: KupiotkuHa A. I, laHaitem A. @. DeHnnkeToHypus y pebeHKa: 3HaueHne CBOEBPEMEHHOT0 BbISIBNIEHMS
W paUMOHaNbHOM TaKTUKKU BeleHNUs B 10/ITOCPOYHON nepcneKTuBe. Apxus neduampuu u demckol xupypeuu. 2025;3(4):59—-66.
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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) — HacnmencTBeHHOE ayTOCOM-
HO-peljecCBHOE 3a00/IeBaHe, CB3aHHOE C TeDUINTOM
depmenTa (eHMMATAHNHIMPOKCUIA3DI, MPUBOAILIEE
K HakorteHno GpeHnmanannua (PA) 1 ero TOKCMIECKUX
MmetabonutoB [1, 2]. Brarogaps maccoBomy ob6cenoBa-
HUIO HOBOPOXJeHHBIX feTeil Ha KV (HeoHaTanbHbII
CKPUHUHI) M3BECTHa PacIpPOCTPAHEHHOCTb 3TOTO 3a-
6onmeBannsi B Poccuu, KOTOpasi COCTaB/sIeT B CPefHEM
1:7000 HOBOpOXZeHHbIX [3, 4]. Kpome HeoHaTanmbHOro
CKPMHUHTA Ba)XHYI0 ponb B amarHoctuke OKY mmeer
MOJIEKY/ISIDHO-TEHETUYECKOE MCCIIEloBaHNe, B 4acT-
HOCTM TIIOMCK MyTauuii B rene PAH, Ha HOM0 KOTOPBIX
npuxopurca 98% Bcex cnydaes I'DQA. IIpu sTom rene-
tidecknit manpumadpt OKVY xapakrepusyercss BBICOKOI
reTepOreHHOCTbI0 MyTauuii B reHe PAH, B 4acTu CiIy-
YaeB BBISABIAIOTCA «MSTKMe» TeHOTUIIbI, OOYCIOBINBA-
foliye pas3putue foopokadecTBeHHbIX popm DA [5-7].
IIpn oTCyTCTBUM CBOEBPEMEHHON AMATHOCTUKM B IIEp-
Bble Hefenu >kxusHu getu ¢ OKY kaxyrca 3goposbiMy,
B BO3pacTe 2-6 MecsALEB MNOABIAITCA KIVHIYECKNE
CUMIITOMBI: BAJIOCTb, OTCYTCTBHE/TIOTEpA WHTepeca
K OKPY>KalollleMy, MHOIZia Ha000pOT, MOBBIIIEHHAs pas-
[Pa>KUTEIBHOCTD, 0eCIIOKOVICTBO, TMIEPTOHYC MBbIIIIII,
runeppedeKkcus, 9K3eMaTO3Hasl CbIllb, OTMEYAeTCs

«MBIIIVHBII 3aI1aX» IIOTA M MOYM, KOTOPBIN CBA3aH C BbI-
meneHyueM ¢eHMIaneTaTa, GeHUInMpysaTa. Bo BTopom
HOTYTOAVM XXU3HU Y JeTell, IPOfo/KAIUX OTy4YaTh
DA ¢ nuesi, HaOTIO[ATCS perpecc B MOTOPHOM M IICK-
XOpeueBOM Pa3BUTHUI, fajiee Ha MEPBBIN MIaH BBIXOAAT
TSDKe/Ible U HeoOpaTyuMble HEBPOJIOTMYECKMe Hapyllle-
HUS U ToBefleHYecKre peakuuu. K deHoTunmyeckum
0COOEHHOCTSAM HeJleY€eHbIX MALIMEHTOB OTHOCAT CBET/IbIE
BOJIOCHI, KOXY, TO/y0ble I71a3a, YTO CBSA3aHO C HEJOCTa-
TOYHOCTBIO MeJIaHWMHA, a TaKXe OTCTaBaHue B (pusu-
yeckoM passutun [5]. Takum 06pa3om, OCHOBHAS Iie/b
nedyeHUsA — TopjepkaHue KoHneHTpauunm PA KpoBu
MeHee 360 MKMOJIB/TI, 4TO obecIednBaeT KaK HOpMajb-
HOe Pa3BUTIE B HEIIPOKOTHUTUBHON cdepe, TaK U COOT-
BeTCTBME (PU3MIECKOTO Pa3BUTHUsI BO3PACTHBIM HOPMaM
[8]. MccnemoBaHus NOKaspIBalOT, YTO JueTa C OTPaHU-
yeHneM ®A, Ha3HaYeHHasA y)K€ B HEOHATaJbHOM IE€pU-
ofie, TMO3BOJIAET MUHMMU3NPOBATh PUCK PasBUTUA TH-
JKeJIBIX HeBPOJIOIMYECKMX M NCUXWYECKUX HaApYLIeHU
[9]. IIpn oTCyTCTBUU AMETUYECKMX OTPAaHMYEHUII Hell-
POKOTHUTVBHbIE HAPYIIEHN A BCIEACTBIE TOKCMIECKOTO
melicTBuA HakammuBaeMoro @A coxpaHAWTCA Ha Mpo-
TSDKEH!UM Bcell mocnenytomeir >xm3an [10]. ITostomy
BceM manyeHtaMm ¢ OKY pexomeHnpyercs HauMHATD gu-
€TOTepalNIo C orpaHMYeHNeM B panuoHe OA Kak MOX-



HO paHbllle II0CJIe TOCTAHOBKY IyarHo3a (OITHMaabHO
mo 3 Henens >xusHM) [11]. HecMoTps Ha TO 4TO € BO3pac-
ToM y yacTy nanueHTos ¢ ®PKY BosmoxxHO ¢popmuposa-
Hue ToepaHTHOCTY K DA, 000CHOBAHHBIM SIB/ISIETCS Ha-
3HaueHMe runoQeHnIaTaHHOBOM JUEeThl MOXXU3HEHHO
[5]. OueroTepanus moppasyMeBaeT HasHadeHUe HI3KO-
0e/IKOBOIT AMeThl, MCKIoYaromelt 6orarsie A mpoayk-
TBI I3 PAlIVIOHA, U CHIeIVaTN3/POBAHHBIX aMUHOKIICTIOT-
HBIX CMecel, B TOM 4Nc/Ie AJIs MUTaHUSA JeTeil IepBoro
roga xusun. Crenuann3upoBaHHble Te4eOHbIe AMITHO-
KJICJIOTHBIE CMeCU B Ka4eCTBe OCHOBHOI'O KOMIIOHEHTA
pueroTepanuy Ans nanueHtos ¢ OKY poxasanu csomw
6e3omacHOCTh 1 3 PexTnBHOCTD (12, 13]. Kpome mmero-
Tepanuy B KadecTBe IIaTOT€HETMYECKO Tepanuy B Ha-
cTosillee BpeMsA NMPUMEHSIETCA CUHTETUYECKMII aHalor
Kodakropa QeHmnamaHMHrUApokcunassl BH,, uto mo-
3BOJIAET CHIKATh U 3P PeKTUBHO KOHTPOINPOBATD YPO-
BeHb QA B kpoBu manneHToB [14]. CBoeBpeMeHHOE BBI-
sIBJIeHUe 3a00/IeBaHUsI U paHHee Havyajlo JUeTOTepannn
netsim ¢ DKY obecrieunBaercs: 00513aTeNbHBIM IIPOBETIE-
HIeM HeoHaTajpHOro cKkpuHuHra Ha OKY, peanusyemo-
ro B Haumiell ctpaHe ¢ 1993 r. HecMoTpsl Ha BHenpeHue
HEOHATaJIbHOTO CKPVWHNHTA ¥ Haju4yue JOKa3aTelTbHbIX
MOAXOMOB K muarHoctuke u nedennio OKY, Bce elne
BCTPEYAIOTCA OT/e/bHbIE C/Iyday MO3/IHETO BbIABICHNA
3aboeBaHMs y fleTell, YTO 3HAUUTETbHO YXYJIIAeT ero
IPOTHO3bI, IOCKOMBbKY B 3TUX CIy4asiX JeTH IPOAoJIKa-
I0T C NIV TOTyYaTh CTaH/JapTHBIE JO3bI O€/IKa, B TOM
gncne QA [2, 11, 15].

B maHHOII cTaTbe MpeACTaB/IeHbl Pe3y/IbTaThl AHAIN3A
muTenbHoro (15-1eTHero) HabMOMeH N MalenTa ¢ KIac-
cuueckoit popmoit ®KYV, BBIsIBIEHHON TOTBKO Ha BTO-
POM TOAY XU3HMU, C OLEHKOM JMHAMUKI KIMHNYECKOTO
COCTOSIHUA, Ta00PATOPHBIX JAHHBIX U 3P PeKTUBHOCTI
BVIeTOTepaINIL.

Marepuanbl u MeTOJbI

ViccnenoBaHue mipencraBisieT OO0 aHAIN3 PETPOCIIEK-
TYBHbIX JAHHBIX UCTOPUM OO/IE3HM MALIIEHTa MY>KCKOTO
osna ¢ poxjieHns o 17 net. Vsy4eHa MeguIMHCKaA [O-
KyMeHTanus: aMOyIaTopHas KapTa pebeHKa, 3aK/Iioue-
HUs Bpaveli-CIelanucToB (reHeTHKa, HEBPOJIOTa, JieT-
CKOTO 3HAOKPWMHO/IOTA, IacTPOIHTEPONIOra, MCUXMATPA,
noronena, JIOP-Bpaua, nmeguarpa), Beinucku us ['BY3
«IleHseHckass obnmacTHas HeTCKas KAMHMYECKas OOb-
Huna uM. H. ®. @unatoBa», pe3yabraThl 1a60paTOPHBIX,
TeHeTUYeCKNX M MHCTPYMEHTa/JIbHBIX JCC/IelOBaHUIL.
OT 3aKOHHOTO NPeACTaBUTE/IA MAIVeHTa ObIIO MOTyyYe-
HO MH(OPMUPOBAHHOE COIIacKe Ha MyOMMKAILNIO KIIV-
HIYECKOTO cy4as (BK/I0Yas MeJUIMHCKIE JaHHbIe).

Pe3ynbrarsi HaGMIOEHNS
(KIMHMYECKOEe HaOTIomeHne)

PanHmMI1 noCTHATAaIbHBIN HEPUOT,
PeGeHok popmics OT 2-it pUSMOIOTMYECKN MPOTEKaB-
meit 6epeMeHHOCTH, 1-X CPOYHBIX ONEPATUBHBIX POLOB,
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¢ BecoM 3500 1, pocToM 53 CM U OLIEHKOII IO IIKaje AIl-
rap 8-8 6amroB. HecMOTpsi Ha YHOBIETBOPUTETbHbIE
IIOKa3aTe/I TPV POXKAECHNH, Y>Ke B IIePBbI€ Yachl XKU3HUI
COCTOsIHJME HOBOPOXX[E€HHOTO OLIEHMBA/TIOCh KaK OC/IOX-
HEHHOE BCJIEe[CTBUE IepMHATaTbHON TUIIOKCUM Y [bI-
XaTe/IbHBIX HapyIIEHNUI, 03TOMY peGeHOK ObLI Iepe-
BeJIEH 3 POIOBOTO OTAE/IEHUA B OT/e/IeHNe aTONIOI UM
HOBOpOXKJeHHBIX B I'BY3 «Ilensenckas ob6macTHas
meTcKasa KauHudeckas 6onpHuna nm. H. @. dumarosar.
[To pesynbratam obcnemoBaHMa pebeHKy ObIT ycTa-
HOBJIEH KOMIUIEKC PaHHMX HEOHATaJbHBIX GUArHO30B:
Llepe6panpHast umeMus (TUIOKCHYECKN-MIIEMIYECKOE
nopaxxeune ITHC). AtenexraTudeckasi MHeBMOHMA. Tu-
momeranus [I-111 crenenu. Tunorupeos (mox Bonpocom/
TPaH3UTOPHBIN). DYHKIMOHA/IbHOE HapyIIeHMe IIMIe-
BapeHNdA, GepMEeHTONATNA HeyTOYHeHHasA. Kpome cum-
nromoB nopaxenus LJTHC u pecnmpaTopHbIX Hapyie-
HUJ OTMeYajach guapes, pa3BUTyie KOTOPOVI CBA3bIBA/IN
6o C peakiiyeil Ha CTAPTOBbIE UCKYCCTBEHHBIE CMECI,
60 C MOCTIEACTBUAMY aHTUOAKTEpPUATbHOI Tepannu.
lacTpomHTECTMHANIBHBIE CHMMITOMBI yAAOCh KYIMPO-
BaTh IEPEBOJOM Ha BBICOKOTUPONMN30BAaHHYIO CMECh.
[Tocne mpoBemeHHOrO JIeYeHN s COCTOSIHNE peOeHKa CTa-
OMMN3NPOBANIOCh, U PEOEHOK B y[AOBIETBOPUTENILHOM
COCTOSIHMMU OBIT BBINMCAH AOMOJI IIOf HAOJIIOfleHNe aM-
Oy/1aTOpPHOI IefNaTPUIECKOI CITYXKOBI.

Ha ¢one xoMmeHcanny coMaTnyecKux IpOosABIeHNI
B II€pBbl€ MeCALBI )XM3HU COXPaHAMNCh HEBPOIOTHYE-
CKJ€ CMMIITOMBI, COOTBETCTBYIOL/€E IIepYHATAaIbBHOMY
nopaxkennio [THC: cHm>keHHast ak TUBHOCTb, C/1abasi Bbl-
Pa>KEHHOCTDb OPMEHTUPOBOYHBIX PeaKIMIi, MbIIIE€YHA
TUIOTOHHUA.

Co crnoB popurTereit pebeHKa, HCOHATaTbHBI CKPYHUHT
Ha OKY 6511 IpoBefieH B [TOC/IEPOLOBOM ITEPUOJie B CTaH-
mapTHbIe Cpoky. OTHAKO TOKYMEHTAIbHOTO IO TBEpXK ie-
HIsA IPOBEJIEHN A CKPVHVHTA Y €TO PE3Y/IbTaTOB POAUTENN
He IOJTy9asiu, CBEfIeHNS O pe3y/IbTaTax 00CIeJOBaHus UM
He COOOIIaNNCh, @ COOTBETCTBYIOIINE TaHHbIE B JOCTYII-
HOJ MEIVIMHCKOM JOKYMEHTALUNU OTCYTCTBYIOT.

I[Ipy manbHeiiIeM HabMIONEeHNN B aMOY/IaTOPHBIX yC-
JIOBMAX OTM€YAJIOCh HapacTalolllee OTCTaBaHME B IICUXO-
MOTOPHOM pPa3BUTUM: 3afiepKKa (POPMUPOBAHNS [IBUTA-
Te/IbHBIX HABBIKOB, OTCYTCTBYE CAMOCTOSATENILHO XOIbObI
IO OBYX JIET, 3aflep>KKa pe4eBOro PasBUTH A, CHIDKEHNE
[IO3HaBaTeIbHOV aKTMBHOCTY ¥ BHUMAaHMAL.

Takum 06pa3oM, C/IOXKHBII ITePUHATAIBHBINA I HEOHa-
TAJIbHBIV aHAMHE3, BK/IFOYAIOIINI TUIIOKCUIO, MIIeMIYe-
CKOe TIOpa’keHye, MHPEeKI[MOHHbIe OCTTOKHEHNA 1 9HTe-
ponaTu4ecKuii CHHAPOM, M3HA4a/IbHO pacCMaTpUBasCa
KaK OCHOBHAs IIpMYMHA 3afepKKM pasBuTus. OgHaKo
CTOVIKMII ¥ MPOTPECCUPYIOIINI XapaKTep HapyLIEeHMIA
CTa/l OCHOBAHNUEM JJIA Ja/IbHEIIIero 00CIeJoBaHMSL.

ITocranoBka guarnosa ®KY

Ha BTOpOM I‘O,[[y JXKM3HN B CBA3U C Bpra)KeHHO]Z 3a-
Iep>KKOiT MCUXOpPeYyeBOro pasBUTHsSI peOEHOK HalpaB-
JIeH K TeHeTUKy. IIpu fononHuTennbHOM 00C/IefoBaHNN
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Tabnuua.

[nHamuka yposHs deHunananuHa (OA) 8 2010-2013 rr. u hakTopsl,
BAMAIOLLME Ha HEro

Table.

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

o | b g

2010 9075 Mepuon OPBU

20M 720 Koppekuus gunetsl

2011 3479 YnyuwweHue Ha hoHe KOHTpons

nnUTaHus

2012 883,3 HapywweHue auetbl

2012 865,2 HapyweHue guetbl

2012 296,5 AnekBaTHas aueToTepanus
TpaBMa: 3aKpbITblii Nepesiom

2013 756,3 KocTeli npefnieybs, KOppeKkuus

AMeThI

OOHapy>KeHO 3HA4YUTe/NbHOEe MOBbILIeHNE YpoBHA DA,
nonTBepXaeH puarHo3: DKV, kmaccuyeckas ¢opma.
B TOT ke MOMEHT ObIIO [MATHOCTMPOBAHO HOCUTENb-
cTBO AeeKTHOIT Bepcun reHa oboux ponureneit. HasHa-
yeHa HM3KOOe/IKOBas IMeTa I CllellMann3YpOBaHHbIE Jie-
4yeOHble cMecu. B 2011 ropy ManpuuKy IPUCBOEH CTATyC
«pebeHok-mHBanmua». Kpome toro, B 2025 r. 6b1710 1po-
BeJIeHO TeHETMYECKOe MCCIeloBaHle, IOATBEPKjaoliee
puarHo3. [1s1 yrouneHns myTtanuit nposeeH JJHK-ana-
mm3 myTtanuit B rene PAH (25 mt.) B ®TEHY «MI'HII»,
o6Hapy>KeH maroreHHbill Bapuant 1VS4 — 5G>T B rete-
po3uroTHoM coctosinuu. Takum 06pa3oMm, AMarHo3 «de-
HUJIKETOHYPUA» TOATBEPXK/EH MOJEKYIAPHO-T€HETH-
YECKMM METOZOM.

JuHaMKUYecKoe HabGMIOeHNe TAI[MeHTa

MOC/Ie IOCTAHOBKM JMAarHo3a

ITocme MOCTaHOBKM [jMarHO3a MAIVeHTy Oblla Ha3Haue-
Ha [IMeTOTepallns, YCTAHOB/IEHO AMCIIAHCepPHOe HAONIIo-
JieHNe, BK/II0Yalolilee peryispHble BpadeOHble OCMOTPBI
C OLEHKOJ (U3NYECKOrO U HepBHO-ICUXNYECKOTO pas-
BUTHNA, A TaKKe OlleHKY ypoBHA PA B kpoBu. B Tabmm-
Ile IpeficCTaB/IeHa gUMHaMuKa ypoBHA PA B CBIBOPOTKE
KPOBU B 3aBUCUMOCTH OT COOMIOfEHNS JUETDI, HA/TNYMS
MHTEPKYPPEHTHBIX 3a00/IeBaHNUII ¥ BO3PACTHBIX OCO-
OenHocreit ob6MeHa BemjecTB. Komebanus yposus DA
B nepuoyp 2010-2013 rT. cormacyrorca ¢ IaTOTe€HeTun4e-
CKUMM MeXaHM3MaMM: YCUIeHUe KaTaboIMuecKUxX MIpo-
1eCCOB Ipy NHMEKUNAX M HapYLIeHVe JUeThl IPUBOMAT
K IOfHATHIO ypoBHA DA,

B Havya/bHBI IepUOf HAOMIOfEHN ST OTMeYaINCh 3Ha-
YUTe/NbHbIe ITpeBbIIIeHNA pedepeHCHBIX 3HAYeHMUIL,
YTO COINPOBOXKJANIOCh KIMHNYECKNMMY NPOABICHUAMM
B BUJI€ 33/Iep>KKM NICUXOPEYEBOT0 ¥ IICUXOMOTOPHOTO
pasButusa. Ha ¢poHe KOPpEeKTMPOBKM MUTAHUS U TIE€pe-
XOJla Ha CIIelVa/IN3/pOBaHHbIe HU3KOOEIKOBbIE CMeCH

Ha0/TI0/ja/Tach TEHJEHLN K CHIDKEHNIO KOHI[eHTpalun
@A, ofHaKO OTAENbHbIEC MK COXPAHAIOTCS, YTO XapaK-
TepHO AnA nanuentos ¢ OKY npu HapyeHnax pexxnma
nutanusa nan snusonax OPBH.

B mepuon HOIMIKOIBHOTO BO3pacTa y pebeHka pukcu-
poBanuch Konebauus PA, Koropbie TpebOOBaIU KOppeK-
uuu gueThl. KnmHn4deckn coxpaHsanach 3afep>kKa ICH-
XOpe4eBOTo PasBUTHUs, OCYLIECTB/ISNIOCh HabOMOeH e
HEBPOJIOTa U IICUXMATPa, IPOBOGUINCH KYPCHI IEY€HN A
HOOTPOIIHBIMY IIpenapaTamu. B 2013-2014 rr. mposopu-
JINCH IIaHOBbIe rociuTannsanun B IBY3 «O6macTHas
ncuxnarpudeckas 6onpanna um. K. P. EBrpadosa» r. Ilen-
3Bl C IMATHO30M: 3afiep>KKa IICUXMYIECKOTO Pa3BUTUA
cnoxHoro reresa (PKY + pesugyanpHO-opranmdeckoe
nopaxxenue). Ob1iee HeTOpa3BUTHE pedn 3-TO YPOBHSL.
3a mepmox 2014-2017 rr. jaHHBIE Ta00PATOPHBIX MCCIE-
moBaHuit ypoBHA QA B KpoBU He NPENCTABIEHHI B CBA3N
C OTCYTCTBUEM pe€3y/IbTaTOB B MENULIMHCKON JOKYMEH-
tauyuy. OFHAKO M3BECTHO, YTO IPY IOCTYIUICHNN B 1-11
KJIacC OTM€Yalach YMepeHHaA 3afiep>KKa KOTHUTUBHOTO
pasBUTHA ¥ TPYAHOCTY B IIKOIbHOM aganTauuu. Ilpogor-
XKaJI0Ch JYCIIAHCEPHOE HAOIOfIeH e ICUXIATpa U HEBPO-
nora, pebeHOK MPOXOAWI CTAI[MOHAPHBIE 00C/IeOBAHNS
B IICUXMATPUYECKON K/IMHUKE.

Haunnas ¢ 2018 roza u B mocnefyoue rogsl KOHIEH-
tpauys GA [eMOHCTPUPYET YMepeHHYI0 BaprabenbHOCTb,
OCTaBasCh IPEUMYILECTBEHHO B Npefenax JOIYCTUMbIX
3Ha4YeHMI A1 Knaccudeckoit popmet PKY. PricyHok 2 mi-
TIOCTPUPYET AUHAMUKY YpoBHA PA B KPOBM IallMEeHTa
B nepuoy ¢ 2018 r. 1o HacToAImee BpeM, 9YTO IO3BOJIAET
OLIEHNTD OTOCPOYHYI0 3P PEeKTMBHOCTD ANETOTEPAIINI,
a TaK)Xe MO YepKIBaeT HeOOXOAMMOCTD OCTOSHHOTO MO-
HuTOpuHra ypoBHs QA ¢ 1e/bi0 IPOPUIaKTUKN KOTHY-
TUBHBIX HapyLIEHWIT ¥ IOfAePXKaHM I MeTabONMNIeCKOTO
6amaHca. 9TO OTpakaeT BOSMOXXHOCTD CTaOM/IN3ALUN
MeTabO0/INYeCKOr0 KOHTPO/ISA HpY PerylIsipHOM [MHA-
MMYeCKOM HaOJIIoeHNN 1 TOKO0pe afleKBaTHOI HYTpU-
TUBHOI KoppeKkiuu. B 2021 r. y pebeHKka OblI BBISB/ICH
U IOATBEP>K/IeH TeHETUYECKUM UCCTIENOBaHNEM CMHAPOM
XKunv6epa (myrauns rena UGT1 — 7TA/7TA), 4To He 10-
B/IMSJIO HA K/IMHUKO-TA00paTOpPHOE TedeHue OCHOBHOTO
3aboreBaHus, OfHAKO TpeboBano auddepeHINpOBaH-
HOJI MHTepIIpeTanuy 61OXMMUYeCcKuX nokasarenei. Ila-
IMeHT TaK)Xe HAOMTIOfA/ICs JeTCKUM 9HJOKPUHOIOTOM
¢ pnarHo3oM «CyOK/IMHIYeCKMiT TUIoTIpeos». Oobmas
MIOJIOKUTENbHASA JUHAMMKA IIOLPOCTKOBOTO IIEpHOfia Jie-
MOHCTPUPYET, 4TO AIUTENIbHOE COOMIOfieHNe JUEThI CIIO-
COOHO YaCTUYHO KOMIIEHCUPOBATD ITOC/IEACTBIS PaHHeI!
TEeKOMIIeHCal[ M.

Ba)xHO OYEpKHYTh, 9TO 3NM304bI MOBbIeHNA DA
B KPOBU B 3TOT IIePUOJ, KaK IIPaBUIO, OBV CBSI3aHBbI
¢ HapylueHueM auetsl. C BO3pacToM, 0COOEHHO MocCye
14-15 ner, manMeHT HEOJHOKPATHO AEMOHCTPUPOBA
3MU300bl 0OTKa3a or sedyebHoro nuranusa (ITAM-2, Nu-
tri-3 Concentrated, PKU Nutri 3), 4To 3akoHOMepHO
npuBoANIO K nogbeMaM QA 10 KpUTUIECKUX 3HAYEHUIA.
Bpaun-reHeTHKM eXerogHO (PUKCUPOBAIN YXyIIeHNe
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[nHamuKa ypoBHa deHunananuna (QA) (2018-2025 rr.)
Figure.

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

IPUBEP>KEHHOCTH AMeTe U HeOOXOAMMOCTD PeryIspHOro
koHTponA QA 1-2 pasa B MecAL,.

CocTrossHMe MaLMIeHTa B HACTOs1ee BpeMs
B HacTosmee BpeMs COCTOSHIME IALlMeHTa CTAOMIBHOE,
OH aflalTMPOBAH, 3aHMMAETCHA CIIOPTOM U MY3BIKOIL,
IPOIO/KAET COOMIONATh IUIO(eHNTaTaHMHOBYIO AMeTy
C YOOBIETBOPUTE/IbHBIM yPOBHEM KOMIIIAEHTHOCTIL.
JlaHHBIE PM3MKATBHOTO MCCIEJOBAHUA: IPK OCMOTpe
COCTOSIHNE MalLIMeHTa YIOB/IeTBOPUTEIbHOE. Temocmoxe-
HIe acTeHndeckoe. Macca tena — 62 Kr, poct — 183 cwm,
nugekc macchol Tenna (MMT) cocrasnser 18,5 Kr/m?2, 41O CO-
OTBETCTBYeT HIDKHel TpaHNIle HOPMa/TbHOTO [JUalla30Ha.
Ko>xHble TOKPOBBI YNCThIE, 6/1eTHO-PO30BbIE, BHICHITTAHMII
HeT. Bupumeble cnmusuctoie 0601049KM 63 maTojornde-
ckux nsmeHeHuit. Ilepupepudeckne numeparndeckue
y37bl He yBenudeHbl. CepledyHo-CcOCYAUCTasI CUCTeMa:
obmactb ceppua 6e3 Buaumoit fepopmanun. ['paHusr
OTHOCUTE/IbHOI CepHedHOll TYyIOCT! B IIpefie/laX BO3-
pacTHoI HOpMbI. TOHBI cepAilla IPUTTyLIeHHbIE, PUTMUY-
Hble; ITyMBbl He BBICTYIIMBAOTCA. JacToTa ceppedHbIX
COKpaleHuit — 72 yi/MuH., apTepuanbHOe JaBIeHNe —
110/70 mm pT. cT. [IpIXaTenbHAs CUCTEMA: TPYHAA KIeTKa
aCTeHNYeCKoil pOpMBI, CUMMEeTPIUYHA, 00e ITOTOBIHBI
Y4YacTBYIOT B aKTe JbIXaHusA paBHOMepHO. IIpu mepkyccun
ompefieNnsAeTCcA HOPMaJIbHbIN JIETOYHBIN 3BYK. [IpIXaHNe
Be3MKY/IAPHOE, XPUIIOB He BbIAB/IEHO. YacToTa AbIXa-
Te/IbHBIX JIBYDKeHMIT — 16/MyH. Oprassl NuileBapeHs:
XKVBOT OKPYIJION pOPMBI, He B3AYT, IPY MajIblIaLy 6es-
6omnesHeHHbIIL. [TedeHb IaNTbIMPYETCs IO KPaio pebepHOIt
nyru. Cenesenka He nanbpnupyerca. CTyJl peryspHBIIL.
MoueBbIenuTenpbHas CUCTeMa: HOACHNYHAA 00/1aCTh
6e3 0COOeHHOCTeT, CUMIITOM ITOKOTAa4MBaHMA OTPULIA-

2022 2023 2024 2025

TE/IBbHBIIL C 00e1X CTOpOoH. ModencnyckaHue CBOOOIHOE,
6esb6onesnenHOe. OTEKM OTCYTCTBYIOT.

INcuxmaeckmii cratyc: Konrakry gocrynen. AKTUBHasA
peub B BUie IPOCTHIX Hepa3BepHYTHIX ¢pas. Crosap-
HBIIT 3amac HeBbICOK. Coob11aeT MpocTble aHAMHECTH-
yeckue cBepenus (PO, Bo3pacT, foMamrHuii agpec,
COCTaB CeMbl). BpeMeHHbIe IpeCcTaBlIeHN B CTaiUN
dbopMuUpoBaHs, BpeMs II0 YacaM He OIpegensieT. JHaeT
OCHOBHBIE I[BETA I OTTEHK, IIPOCThIe TeOMeTpPIIecKe
¢urypsr. O60615aeT B IPOCTHIX CAyYasax. 4-11 TNIIHUIT
UCK/TIOYaeT B MIPOCTBIX CTyYasAX, MOTUBUPYET CBOII BBI-
60p. CpaBHeHMe IIPOBOAUT 110 CUTYaTVBHBIM IIPY3HAKAM.
[Tepeckas 1o CI0>KeTHBIM KapTUHKAM HETOYHBIN, CKPBI-
TBIJI CMBICT He OIIpefernsAeT. DIeMeHTapHbIM HaBbIKaM
caMOOOCTy>XKMBaHMA BIajieeT, onpsiTeH. COH M allmeTuT
He HapyIlIeHbl.

Hesponornmueckuit craryc: 3pauku D=S, peaknns
Ha CBET )XIBasl, KOHBepreHIM: focTaTouHas. CyXOXXWIb-
Hble pedIeKchl yMepeHHble, paBHOMepHbIe. [TaTomornye-
CKUX pedIIeKCOB HeT.

Takum 06pa3oM, B HacTosillee BpeMs BbIPaXKeHHBIX
OTK/IOHEHMII CO CTOPOHBI COMaTHYECKOTO 3/[0POBBA
He BBISBJIEHO, HO OXXMIaeMO HaOIIOAIOTCSA CTOVIKME
HeJpO-KOTHUTMBHBIE U peueBble HapyIIeHNs, TPeOyIo-
1ive HabMIoAeH s ICUXUATPa.

O6c¢cyxpaenne

ITpepcraBneHHbII KIMHUYECKNIA CaydYail [JeMOHCTPU-
pyeT mocnencteus nospgHero BoiABnreHusa OKY u mop-
TBEPXXJAeT, YTO HECBOEBPEMEHHOE IIONy4eHMe M WH-
TepIpeTalMsA Pe3yIbTaTOB HEOHATaJIbHOTO CKPMHMHTA
npuBenu K nospHeit guarHoctuke OKY ¢ dbopmuposa-
HMEM CTOMKMUX IICUXOpPE€YEBBIX M HEVPOKOTHUTUBHBIX

o
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HapylleHNuil y MauMeHTa. B mepsble ABa roma >KM3HU
pebeHOK HaXOofM/ICs B COCTOSHUM XpoHmdyeckoit ['QA,
YTO BBI3BAJNIO 3afIEP>KKY IICUXOMOTOPHOTO pPa3sBUTUA
U CTOJIKVE HapyIIeHN A IICUXOPeYeBOro 1 KOTHUTUBHOTO
pasBUTHKA, OGHAKO IPAKTMYECKM HE 3aTPOHY/IO COMa-
TUYECKOE 3[JOpPOBbe NaljMieHTa. B nurepaType onmcaHbl
ciydan, koraa getu ¢ GKY aHanormdHo npepcrasieHHO-
MY HaXOIMJIMCh B COCTOSIHMM XpoHudeckoit I'PA Bcnep-
CTBUeE O3 Hel AMarHOCTUKY [15] mim oTKasa pogurenei
oT guetorepanuu [16]. B ornuume ot Hamero manyeHTa
B 3TUX CAy4YadAX y JieTell OTMedYanaach BBIPa>KEHHas Op-
raHM4YecKasl IATOJIOTMSA HEPBHOI CHUCTEMBI: CHacTuye-
CKMe TeTpamapesbl, CHUMITOMATH4YeCKass (QOKaabHAs
SMMUJIENCHA, a Tak)ke MP-kapTiHa o4aros rnmosa u yei-
konatuu. IlocmemHue, cormacHO HaHHBIM JIUTEPATYPBI,
ABJIAIOTCSL XapaKTePHBIMU HENPOBU3YaIM3aLMOHHBIM
npusHakamu OKY m MoryTt orpa)kaTh [IUTEIbHOCTDH
u BeIpa)KeHHOCTb [PA. HeobXxomynMo y4mThIBaTL BO3-
MOYXHO€ Ha/IM4me «HEe3aBMCUMBIX OT 3a00TeBaHUs [Ie-
TepMUHAHT» [17], KOTOpBIE MOTYT IIPUBOAUTHL K 6Gosee
6MaronprsITHBIM MCXOJAM [ake MpPY MO3LHUX JUATHO-
CTUKE ¥ JyeTOoTepammy. YUMTBbIBasg BBINIECKA3aHHOE,
C O[IHOJI CTOPOHBI, CTENEeHDb BbIPA)KeHHOCTY HAPYILIEHNI]
y HaIllero MamyeHTa MoryIa 05 ObITD ellje TsKesee, ¢ APY-
rOil CTOPOHBI, OTCYTCTBME TIOJTHOM KOMIIEHCALIMA JaKe
Ha (POHE AMeTH MOXKET OBITh TAK)Ke CBA3AHO C HEYUTEH-
HpIMI (aKTOpaMU MHAVBUAYaNbHON yasBumoctu. He
VICKJIIOYEHO, YTO ¥ Y HAllleTO NallMeHTa MMEIOTCA XapaK-
tepHble 111 PKY Mopdonornueckme nsMeHeHus B ro-
JIOBHOM MO3re, ogHako MP-mcciemoBaHusa He BBINOI-
Hsicb. OTCYTCTBUE IaHHBIX MAaTHUTHO-PE30HAHCHON
ToMOrpaduy TOIOBHOTO MO3ra He IO3BOJIMIO OLIEHUTH
CTeleHb BBIPA)KEHHOCTY BO3MOXXHBIX M3MeHeHUit 6ero-
TO BeIleCTBA M MX KoppenAnuio ¢ ypoBHeM QA u ABA-
€TCsl OTpPaHNYEHVEM ONMCAHHOTO HaMU KIMHUYECKOTO
HaOIIoIeH .

Ananus puHamMuky ®A ¢ 2018 r. mo 2025 T. BEISABUI
ClIefyIolyie 3aKOHOMEPHOCTIL.

1. Tlepmopbl OTHOCUTE/IBHON KOMIIEHCAIINY HAOIIO-
manuch B 2018 1. (393,3 MmKMonb/i), a TakxKe B 2019 1.
(592,9 MKMOB/M), 9TO YKIa/IbIBAETCS B AMAIIA30H JOIY-
CTMMBIX 3HaYeHUN I MOAPOCTKOB IIPU K/IaCCUYECKOM
dbopme OKY [5]. ITo coBmajjaet ¢ mepuopoM, KOrjga ceMbs
CTpOro cobmrofiana peKOMeHJALNN AVeTOJIOTa, PETY/ISIPHO
UCIIONB30BAINCH IedeOHbIe CMECH ¥ OTPAHMYINBAIOCH
HOCTYIIJIEHNE eCTeCTBEHHOTO OeJIKa ¢ MUIIeit.

2. YmepenHaa I'PA ¢ukcuposamacp B 2021 T.
(683,7 mxmonb/n), 2022 1. (762,3 mkmonb/m) u 2025 rr.
(713,9 mxmonb/m). B 9Tu mepuonsl maumMeHT moayvan
clienManu3upoBaHHOE MUTAHNE, OJJHAKO OTMeYaalCh
3MM30/bl HAPYLIEHU S JUETHI, YTO MOATBEPKAAeTCA K-

YuacTue aBTopos / Authors contribution

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

A. ®. TaHalleM — aHann3 MeaMUMHCKON AOKYMEHTaLMK, HamncaHu1e cTaTbm.

HIYECKMMM 3aNNUCAMY Bpaueli-TeHeTUKOB O CHIDKEHNN
IPUBEP>KEHHOCTI.

3. BolpaxeHHasA meKOMIIeHCAIMs 3aperucTpupo-
Bana B 2020 r. (1210 MKMO/B/I), a TaK>Ke ABaKIBl —
B 2023-2025 rr. (1210 MKMO/IB/T). DTU 3HAYEHNs 3HAUM-
TE/IbHO IIPEBBIIIAIOT 6€30IIaCHbII YPOBEHD /IS TALIVEHTOB
¢ ®KY u MoryT OBITDH CBA3aHBI C IIOAPOCTKOBBIMY IHNIIIE-
BBIMM IIPEAIIOYTEHUSMY Y CHVYDKEHMEM KOHTPOJLA palu-
OHa, HeJIOCTaTOYHBIM IOTpebIeHeM 1e4eOHOI cMecH,
yBeIMuMBaloLleiicsa Maccoit Tena (pocT moTpebHOCTH
B OefiKe), a TaK)Xe MePUONAMI CTPECCOBBIX M Y4EeOHBIX
Harpy30K, YTO KOCBEHHO OTPaK€HO B aHAMHECTUYEeCKUX
BAaHHBIX. DNN30Mbl PE3KOTo IOBbIIeHNA ypoBHA DA
Ha ()OHe CHIDKEHU IIPUBEPKEHHOCTH K AMeTOTepaNnn
B IIOIPOCTKOBOM BO3pacTe MOIJIY 3aKPEeIIATh CYLECTBY-
IOLMiT KOTHUTUBHBIN HeQUINT, He TT03BONASA HOCTUYbD
HOTHON KoMIIeHcanuu. Takum o6pasoM, onpaBaaHHO
paccMaTpuBaTh MOGPOCTKOBBI BO3PACT KaK IEpPHOJ II0-
BBILIEHHOTO PUCKA He TOBKO MeTab0MNIeCKOIl JeKOM-
nexcanyy PKVY, Ho 1 He6IaronpuATHOrO JOITOCPOYHOTO
IPOrHO3a NPY HU3KOI MPUBEP>KEHHOCTH JIEY€HNIO0. ITO
TEeHIEeHI S MOATBEP>K/aeTCs NUTePAaTyYPHBIMA [JAHHBI-
MH, BeMOHCTPUPYIOIMMI IIOHVDKeHHble 3HadeHuA 1Q
Yy B3pOC/IBIX MALMEHTOB C HU3KO! NPUBEP>XEHHOCTDIO
7ie4eHNs B MIOPOCTKOBOM BO3pacTe Hake IpU YCIOBUMI
HasHa4YeHNUs paHHel AreToTepanun [18].

3aknrodeHne
Takum 06pa3oMm, IPOBeIEHHBII aHAIN3 TO3BOJIVIT IIPUIL-
THU K C/IE[YIOIINM BBIBOfIAM.

1. ITospusasa puarHoctuka PKY (B Bo3pacre 2 jet) npu-
BeJa K BRIPa)KEHHOI 3aJlep>KKe IICMXOPE4eBOT0 PasBUTHA
U HeJIpOKOTHUTYBHBIM HapyIIEHNAM.

2. Crporas gueToTepanysA I03BONNWIA JOCTUYb OTHO-
CUTe/IbHOV KOMIIeHCAI[ M Tab0paTOPHBIX IIOKa3aTesei
ypoBHA QA B chIBOpOTKe KpoBU. HecMoTpA Ha 9acTnd-
HYI0 KOMIIEHCAIIMIO MeTabOo/IN4eCKOTr0 KOHTPO/Is Ha poHe
OUETOTepanny, KOTHUTUBHBIE Y pedeBble HapyLIeHN ],
chopMuUpoBaBIINECS B IePUOM OTCYTCTBUS JIeYSHU S
(mepBble 2 rofa XM3HM), OKa3anuch Heobparumpimu. He-
JOCTaTOYHAs IPUBEP>KEHHOCTD JIEYeHNIO B OojIee cTap-
1IeM BO3pacTe IPUBOAM/IA K SIM304aM JEKOMIIEHCALINI,
HO He ABJIANACh NEePBUYHON IPUYNHON CPOPMUPOBAB-
nrerocs geduiura.

3. IlpepcTaBneHHbI KIMHUYIECKUI CITy9ali HORYePKN-
BaeT BaXKHOCTb IIPOBE/IEHN A HEOHATaJIbHOTO CKPMHIHTA,
CBOEBPEMEHHOI! JUAaTHOCTUKY BPOXX/IEHHBIX 3a00/eBa-
Huit, B yactHoctu OKY, agekBaTHOTrO IO X0Aa K I€YE€HUIO,
BKJIIOYAIOIIETO CTPOTYIO AMETOTEPANNIO, KOMIITaeHT-
HOCTb POAUTENEN M MeXAUCIVIIINHAPHOE HAOTIOieH e
MalyeHTa.

A. P.Kiryutkina— literature review and analysis, manuscript writing.
Ala’M. F. Ghanayem — medical documentation analysis, manuscript writing.
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CoBpeMeHHbIe BO3MOXXHOCTY TPOPUIAKTUKA
I JIeYeHU ST aHTUOMOTUK-aCCOLIMUPOBAHHOMN IVapen

C.T.Top6yHoB"?

" Orb0Y ANO «Poccuitckas MeoMUMHCKAA aKaleMWUst HenmpepbiBHOrO NpodeccuoHanbHoro o0bpasoBaHus» Munaapasa Poccuu

(yn. bappukagHas, o. 2/1, cTp. 1, r. MockBa, 125993, Poccus)

2 TbY3 MO «Hay4Ho-uccnenoBaTeNbCKMN KIIMHUYECKUIA MHCTUTYT AeTcTBa Muu3apasa MockoBcKoi obnactu» (yn. KoMuHTepHa,

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

Pesiome

B 0630pe nutepatypbl NpeacTaBneHbl NOCNEAHUE AaHHbIE O Me-
TOZAaX NPOMNAKTUKMN U NeYEHWS aHTUBMOTUK-acCOLMMPOBaHHOM
Avapeu, OCHOBHOM NpuymHON KoTopoit siensetca Clostridioides
difficile. Noka3saHa 3peKTMBHOCTb 3TUOTPOMHOIO NIe4YEHUS, NpPo-
buoTukos, bruonormyeckoi n ummyHotepanuu. Ocobas ponb oT-

Be/ieHa BO3MOXKHOCTAM TaKoro COBPEMEHHOr0 crnocoba neyeHus,
KaK TpaHcniaHTauusa ¢eKanbHoi MUMKpobuoTebl. bonbluoe BHM-
MaHue yaeneHo AMeToTepanuu aHTMBMOTUK-acCoLMMpOBaHHOM
[VMapen, a TaKKe nepeuncsieHbl BapuaHTbl XMpYprideckomn no-
MOLLWM NPy He3(dEKTUBHOCTU 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
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AKTyanpHOCTD
AHTUOMOTUKYM SBIAIOTCS OCHOBHBIMIU JIEKapCTBEHHBI-
MU IIperapaTaMi Ajis jedeHns MHQeKIuil 6aKTepuab-
Hoit aTnonornu. OTKpBITHE 3TOI TPYIIbI IpeIapaToB
A. Onemunrom B 1929 rogy 6bII0 HECOMHEHHBIM ITPO-
PBIBOM B MeIMIVIHE U IIO3BONINIIO, II0 MHEHUIO SKCIIEp-
ToB BO3, cyllecTBeHHO MOBIMATh Ha NPONO/DKUTEND-
HOCTb >KM3HM 4YeoBeKa B XX Beke. B cBA3M ¢ Mupoknm
BHeJI[peHNEM B KIMHNYECKYIO IPAKTUKY PallOHAIbHAA
aHTMOaKTepuajabHasl Tepalus CTajla OfHON M3 IPUO-
PUTETHBIX 3aja4 JI/I1 MUPOBOJ M OTE€YECTBEHHONM Me-
AMIUHBL PacTymias aHTMOMOTUKOPE3UCTEHTHOCTD, 60-
Jiee BBICOKAsi CKOPOCTD IIOSIBJICHUsI HOBBIX MUKPOOHBIX
[IATOT€HOB B CPaBHEHMN CO CKOPOCTBIO CMHTe3a HOBBIX
MOJIEKY/I C aHTUMMUKPOOHOI aKTUBHOCTBIO, Pa3BUTHE
B psfie cIy4daeB MOOO0YHBIX 9P PeKTOB aHTUOAKTepHATIb-
HBIX IIPENapaToB JUKTYIOT HEOOXOAMMOCTb, C OFHOIL
CTOPOHBI, CTPOTOTrO COOMIOfieHNs MOKa3aHMIl K HasHa-
YEeHNI0 aHTMOAKTEePUATbHBIX CPENCTB C OIpefie/IeHHOI
KIMHWYECKVMMM PeKOMEHAAUMAMY IIPORO/IKUTENIbHO-
CTBIO M KYPCOBOII [030if, a C IPYyroil — y4YeTa M MUHMU-
MM3ALUM PUCKOB, aCCOLMMPOBAHHBIX C IPYMeHEHNeM
aHTuO6moTNKOB [l]. OmHako HpUMeHeHMe AHTUOUOTH-
KOB, KaK 1 OOJIBIIMHCTBA JIeKAPCTBEHHBIX IIPENapaTos,
MOJKET COIPOBOXKIATbCA PSJOM HEXeTaTe/IbHbIX peak-
Uuit. AHTUOMOTUKY CIIOCOOHBI BBI3BATh TM6E/Ib HE TOJb-
KO TIaTOT€HHBIX MUKPOOPTaHM3MOB, HO ¥ HOPMa/IbHON
MUKPOGIOPBI B €CTECTBEHHBIX OMOTONAX, B TOM YUCTIe
" B KUIIIEYHMKE [2].

B cBs13u ¢ 9TUM JTeUeHUe aHTMOMOTIKO-aCCOLMUPOBAH-
Hoit nuapen (AA]J]) OCHOBaHO He TONMBKO Ha IIPUMEHEHU N
3TUOTPOIHBIX CPEJCTB, YTO BIIOJIHE IOTMYHO, HO U JOJIK-

HO VICXO[UTD U3 IaTOTeHeTNYeCKIX MeXaHI3MOB pa3BU-
TS 3a60/eBaHNA. Bemymum GpakTopoM Ipu 9TOM SIBIIAET-
sl pasBuUTHe A1CO1M03a Ha POHE IPUMEHeHM s PasINIHbIX
aHTUOMOTUKOB (Yallle BCEro TMHKO3aMU/OB, IEHNIINI-
JIVHOB, 1Ie(aI0CIOPNHOB, MAKPOINJOB I IIP.), YTO BefleT
K CHVDKEHMIO BBIPAOOTKY IIO/ITHEHACHIIEHHBIX JIETYIMX
KOPOTKOIIETIOYEeYHBIX >KMPHBIX KIC/IOT, HAKOIICHNIO W3-
OBITKA TEeKOHBIOTYPOBAHHBIX XKETYHBIX KUCIOT, CTUMY-
NMMPYOIUX CEKPEIVIO BOADI 11 37IEKTPOINTOB B IPOCBET
KIIIeYHNKa (CeKpeTopHas guapes). Hexoropsle aHTH-
OakTepuanbHble Ipenaparbl 00/1aJal0T MIPOKMHETHYe-
ckuM adpdextom B orHotenun JKKT (runmepkuHernde-
ckas guapes). lledanocnopunst 111 moxoneHus mMoryT
He IIOJTHOCTBIO BCAChIBAThCS B KUIIEYHVKE, 00pa30BbIBATh
KOMIIJIEKCBI C Ka/IbL{}ieM, YTO IPUBOJAUT K OMIMAPHOIL
HEeJJOCTaTOYHOCTY ¥ YCU/ICHNIO NePUCTAIbTUKY (TuIle-
pocMonsapHas guapes) [3]. Komormusupyomas KMeqHnK
C. difficile 3a c4eT TOKCMHOOOPa30BaHMSA NMOBPEXAAET
SIIUTENNI CIN3UCTON 0O0TOUKHI MIPEUMYILECTBEHHO TOJI-
CTOJM KMIIKM C aKTUBaLyell B Hell IIPOBOCIANUTEIbHbIX
nutokuHoB (VJI-1B, VJI-6, MJI-8, PHO-a, VIOH-y) u BbI-
6pOCOM KX B CUCTEMHBIIT KPOBOTOK [4].

Vcxops u3 MHOroo6pasus 1 CJIOKHOCTY IIaTOTeHe-
TUYECKUX MEXaHN3MOB Pa3BUTUA [JMapeN, CBA3aHHON
C IpUMeHeHNeM aHTUOMOTHUKOB, CYIeCTBYeT HECKOIBKO
TepaleBTUYeCKNX Ioaxonos. IIpn passutum npmomna-
tudeckoit AAJI, 06yc/I0BIeHHOI B OCHOBHOM IIPSIMBIM
BO3/IEIICTBIEM aHTMOAKTepa/IbHBIX IIPEIIapaToOB Ha CIIN-
3UCTYI0 000/IOUKY KMIIEUYHNKA ¥ IIPOTeKAOIel KINHN-
YeCK!, KaK MPaBUIO, HETSXKENI0, BO MHOTUX CIIydasax
CTY/Z1 HOPMAJIN3yeTCs CAaMOCTOSATETbHO IIOC/Ie OTMEHDI
aHTHOMoTNKOB [5]. Ecint ke 3a60/meBaHme pasBUBaeTCs



3a cuet konoHumsanun JKKT TokcureHHpIMI MITaAMMaMu
C. difficile, uTo BefieT, 4allle BCeTo, K TSKENION Auapee,
TO HEOOXOOMMO KOMIIJIEKCHOE JIedeH e, BKII0Yalolee
B ce0s1 KaK MCIOTIb30BaHME CPECTB ATUOTPOITHOI Te-
pamuim, TaK ¥ HaToreHeTn4ecK 060CHOBaHHbIE METO/B,
a TaK>Xe IpUMeHeH)e CUMITOMAaTUYeCKUX CPECTB, Me-
TOTEpaINy, 10 IIOKa3aHMAM IIPOBOAVTCS XUPYPrudecKoe
BMEIIIATeNbCTBO [6, 7].

Vicxops U3 epeduceHHbIX BhILIe JaHHBIX, I[e/IbI0 Ha-
cTosIero 0630pa ABU/IACh CUCTEMATU3ALNS U aHAIN3
COBpPEMEHHBIX JINTePATyPHBIX JAaHHBIX O Pa3/INYHbIX (KOH-
CepBATMBHBIX ¥ MHBA3MBHBIX) METOZIAX JICYEHM I, & TAK)KE
npo¢unaktukyu AAJ], BeAYIINM 3THOTIOTUIECKUM (aK-
TopoMm Kortopoii siBnsiercs C. difficile.

Marepuaibl 1 METOAbI UCCTIEJOBAHNA

IIpoBefieH MOMCK ¥ aHAAM3 HAYYHBIX IyOIMKAIVIiA
B MeX/[yHAapomHbIX 6asax maHHbIX PubMed, Scopus,
Web of Science n Google Scholar, a Takxe B 6aze Poc-
CUIICKOTO WMHJeKca HaywyHoro umrtmposanms (PVHII)
3a 1993-2022 rr. Kpurepun BKIIOYeHMA ITyOIMKaIuin
B paboTy — OpUTMHAJbHbIE MCCIE[OBAaHNUA, 0030pbI
M MeTaaHa/In3bl, HETIOCPEJCTBEHHO IMOCBsIIEHHbIE pac-
CMaTpyuBaeMoil IpobjeMe Jjed4eHUs U NPOPUIAKTU-
ku AA]T.

PesynbraThl NCCIefOBaHUA
Iuerorepanus npu AAJl, obycnosnennoit C. difficile
(CDI), saBngercsa Ba>kKHeENILEN COCTaB/AIOIIEN TedeHNs
HAlJMeHTOB, [03BOJIANIEH MOAUPUIMPOBATh TeYeHME
u ucxon 3aboneBaHus. Bocrmonnenme pedbunura sHep-
Iy, IJIACTMYECKOrO Marepuaga, MUKPOHYTPUEHTOB,
Pa3BMBAIOIINXCS BC/IEACTBYE MX MOBBILIEHHON MOTpeO-
HOCTU M CaAMOCTOATE/IBHOTO OIpaHNYeHUs B IMUTAHUM,
a TaK)Xe CHYDKEHMe TOKCUYEeCKOIl peakiyy (eTOKCUKa-
Vs IUTaHVeM) M KOPPEKIMs MU3MEeHeHMIT MUKPOOMOTHI
KMIIEYHNKA SBAIOTCA 3afjadaMi JIedeOHOTO MUTAHUS
npu sroit nHpekuu. Heo6XoamMo nCronbp3oBaTh fue-
Ty C MEXaHMYECKUM U XMMUYECKUM Ia>KeHMEeM BO BCeX
HnpueMax MUK, COOMIOAATh PeKNUM FPOOHOTO MUTAHUS
(6-8 mpmemoB) HeOGOMBUIMMM HOPLUAMHU, PEKOMEHJO-
BaTb YMEHBIINTb CYTOYHOE HOTpeOIeHre IMOBapeHHO
comu. Panmon mutanus npu CDI He pomkeH croco6-
crBoBarh cHyKeHuto Mortopuku JKKT, Heobxommmo
cofiep)KaHye B HeM aHTMOKCUIAHTOB, >Kejle3a, LIMHKA,
MefM, MarHuUs, INIIEeBbIX BOIOKOH U BUTAMIHOB, @ TaK-
e IIPOAYKTOB, 00/IaflalolINX CBOMICTBAMMU NPeOMOTHKA
Ji/Is1 POCTa HOPMA/IbHOM MUKPOOMOTHI KMeaHmKa |5, 8].
ITpu CDI cnepyeT MCKIOYNTD IPOGYKTHI, BbI3bIBAIO-
e 6poykeHMe ¥ THIEHME B KMIIeYHNKe (>KapeHoe MsCO,
ra3MpoBaHHbIe HAIUTKM, XMBOTHBIII O€/IOK ¥ XU, XJIe-
6006y04HbIe M3AeNs, 6060BbIe, HEOOPAOOTaHHbIE TEPMU-
9eCKM OBOLY 1 (PPYKTBI), CTUMY/LATOPBI SKeTIEOTAe/IeHN S
(>KMpHBIE TPOYKTHI, OTPYOM, OBOIIHBIE COKIL, CHIPBIE OBO-
¥ ¥ QPYKThI), CTUMYIATOPBI CEKPELMN XKemyaKa (Kper-
KJie HaBapyCThIe CYIIBL, CaJl0, )KapeHble 0110/1a, COeHbIe
ChIpBI, Kpenkuit 4ait u kode) [8]. Heobxomumo orpaHu-

ApxuB negmatpuu u geTckoit xupyprun Ne4 [3] 2025 ropa

YUTD YHOTpeO/IeHNe IPOAYKTOB, COep>XalinX L-ruumnH,
KOTOPBIL SIBJIAETCSA KO-PaKTOpoM 0Opa3oBaHMs Bere-
tratuBHbIX popm C. difficile (TrikBa, peHxennb, 6aHAHBL,
MOJIOYHBIE IIPOAYKTHI, SIM11a, ChIpble MACHBIE IIPORLYKTHI).
[Ins BocronHeHNsA AeuIuTa SHEPTUM, MAKPO- U MU-
KPO9JIEeMEHTOB, BUTAMIHOB, KOpPpPeKI[UM A1cOM03a KIi-
IIEYHIKA, @ TAK)KE C LIe/IbI0 IeTOKCUKALIUY Iie1ecoobpas-
HO JCIIONb30BaHNe MPOAYKTOB ede6HOro nuTanus [9).
ITpu TspKenoit popme 3a60/1eBaHMA B KOMIUIEKC Te4eOHbIX
MEepONPUATHI BK/TIOYAIOT PerupaTaljiOHHYIO TepaInio,
HapeHTepaabHOE MUTAHNE C JAJIbHENIINM IePeBOLOM
Ha 9HTepajapHOe nutanue (10, 11].

IOTHOTPONHAA Tepanus
OrtuorponHasa Tepanusa npu AA]Jl mpecnenyer fBe oc-
HOBHBIE Lle/MN: KyIMPOBaHME BOCIAINUTEIBHOIO IpPO-
Iecca B KMIIEYHNKe M ero caHanuio ot crop C. diffi-
cile. OCHOBHBIMU TIpemapaTaMu [jIsl 9TOTO Ha CETORHS
SIBJISIIOTCA BAaHKOMMIIMH U MeTpoHMpason. HecmoTps
Ha pesKoe yBe/lN4eHNe B IOC/IefjHee AecATIIeTHe da-
crothl U Tskectu CDI, 3Ty gBa aHTUOMOTUKA OCTAIOT-
Csl IIperrapaTaMy BBIOOpa IIPaKTUYECKM Y BCeX OOMbHBIX
¢ maHHbIM 3abomeBanmMeM [12, 13]. To 1980-x rogos, Kor-
ma mucespgomem6bpanosusiit komut ([IMK) BcTpedancs
He TaK 4acTo, CYNTATIOCh, YTO METPOHUAA3O0N ¥ BaHKO-
MUIIVH 00/1aJaloT PaBHON 3¢ (eKTMBHOCTDIO U IIEPEHO-
CUMOCTBIO. Pe3ynbTaTsl 6ojiee MO3IHUX MCCIETOBaHMI
CBUJIETENbCTBYIOT 00 OfMHAKOBOIL 9P PEeKTUBHOCTI YKa-
3aHHBIX IIperapaToB A/ jaedeHus nerkux gopm AAJ]
(90 1 98 % KAMHMYIECKOTO OTBETA COOTBETCTBEHHO) [12].

B HacToAmee BpeMa METPOHNMIA30/ OCTAETCS IIpenapa-
ToM 1-11 nuHUM B nedeHun HeTskesnoit CDI n3-3a Hu3Koin
croumocTi. Kpome Toro, oH croco6¢TByer mpoduak-
TUKE PAacCIIpOCTPaHEHNA BAaHKOMUIVH-PE3MCTEHTHBIX
mraMMoB. C IpyToil CTOpOHBL, Ipu Tsxenoit popme CDI,
ocobeHHo B cnydae passutnsa IIMK, usneyenne HacTy-
maet y 76 % GO/MbHBIX IIpU Ha3HAUEeHUM METPOHM/A3071a
10 CPaBHEHMIO C 97 % Ipy UCIIOTb30BAHNY BAHKOMUIMHA,
KOTOpBII, IO pe3y/lbTaTaM HeJaBHO IIPOBEIE€HHBIX IPO-
CIeKTUBHBIX KOHTPOIMPYEMBbIX UCC/IEIOBAHNI, MOXET
OBITb PEeKOMEHJIOBaH B KayeCTBe Ipenapara 1-it 1uHum,
IIOCKOJIBKY 3HAUMTETbHO yMEHbIIAET CYMIITOMBI 3a0071e-
BaHM 1 00/1a/jaeT MEHBIIVM PUCKOM Hey/aul B TepPaIuy
HaLNeHToB ¢ Tspxenoit popmoit IIMK [14]. AnprepHaTn-
HBIMU aHTMOAKTepUaTbHBIMI IIperapaTaMy, KOTOpbIe
MOXXHO NpuMeHATDH npu nedennn CDI, asnawoTca pu-
baxcuMmH, pruEaKCOMUIVH, GaLUTPALIVH, Te/KOITAHNH,
TUTeLVK/INH, HuTasokcanus. IIpu atom, kak npasuo,
OTMEHSIOT Te aHTUOMOTYKY, KOTOPbIE SIBU/IMCH ITPUYMHO
pasBuTusA 3a60/1eBaHNA, a Ha3HAYaeMble STUOTPOIIHbIE
cpencrBa B otHomenunu C. difficile BBOgAT nepopanbHo,
YTO CIOCOOCTBYeT MaKCUMAJIbHOI IeKOHTAMUHALUY
JKKT ot 3TOro MUKpoOpraHn3Ma i ero CIiop, yMeHbIIaeT
PUCK PeLUINBOB 9TO MH(EKIIIL.

Pudakcumuu obmafaer MUPOKUM CIIEKTPOM IIPO-
TUBOMUKPOOHOJ aKTMBHOCTH, BK/IIOYAIOIMM BO3[ENi-
CTBME Ha OOJBIINHCTBO TPAaMOTPUIIATETbHBIX U TPaM-

o
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HO/IOXKUTE/IbHBIX, a9POOHBIX U aHA9POOHBIX OaKTepuil,
4yrto npu cnenuduveckom nedennu CDI orpanmyuaer
ero npumeHeHue [12]. OgHaKO K HECOMHEHHBIM JJOCTO-
MHCTBAM pudaKCUMNUHA CIIefiyeT OTHECTU TOT (akT,
4TO OH IpakTuyecky He BcacpiBaercs ns JKKT, meiicTBys
JMIIb B 04are MHPEKIVN. B HeCKONMbKIX paHJOMUSUPO-
BAaHHBIX KIMHIYECKNX MCC/IEJOBAHNAX IIOKA3aHO CTAaTu-
CTMYEeCKM HEJOCTOBEPHOE CHIKEHME YaCTOThI PeLi/IVIBOB
CDI npu ncnonb30BaHNy pa3NMYHBIX CXeM IIpueMa pu-
(dakcuMMHA IOC/Ie CTAHAAPTHON aHTUK/IOCT PUAVIATIbHOM
tepanuu [15]. CregyeT MOMHNTD, 4TO y AeTel pudakcu-
MMH paspelleH K IpMMeHeHnIo ¢ 12 jier.

OupaxcoMUIH — He3aperucCTPUPOBAHHBIN MOKa
B Poccnum, a B Mmupe goctynnsiii ¢ 2011 roga, makpo-
LUKINYIeCKUI OaKTepULIMAHBI aHTUOMOTUK Y3KOTO
CIIEKTpa JENCTBUA, HaIIPABJIEHHBIN B IIEPBYIO O4Yepenb
IPOTUB I'PaMIIOJIOKUTEIbHBIX MaToreHoB. OH ob6nmajaer
BbICOKOIT a¢pdexTnBHOCTRIO TpoTUB C. difficile, He oKa-
3bIBast CyIL[eCTBEHHOTO BIMSHMS Ha HOPMa/bHYIO GIOpy
tonncroit kuiky. PupakcomuiuH obnagaer apekTus-
HOCTDIO, CPAaBHIMMOJI C BAHKOMMIIMHOM, 2 B HEKOTOPBIX
ClIy4asx MPeBOCXOANT ee B OTHOLICHNN CHVDKEHUA pe-
nupusoB CDI. Penupus CDI nocre nedeHns nepBoro
snmnsona GUAAKCOMULVHOM Ipousomen y 15 % mann-
€HTOB II0 CPaBHEHMIO C 25 % MalMeHTOB, Oy YaBUIMX
BaHKOMMIIMH. OJHAKO TaKOTO e CHVIKEHM YaCTOTHI
peLuAnBOB 3a00/IeBaHN A, BBI3BAHHOTO IMIIePBUPY/IEHT-
HBIM U BBICOKOPE3VCTEHTHBIM K aHTUOAaKTepuaTbHbIM
npenaparaM mramMmmom BI/NAP/027, ne Habnroganoch
[16, 17]. ®upakcOMULIMH TaKXKe CBA3aH C 6oee HU3KUM
npoueHToM peruauBoB CDI, yem BankomMuiuH (20 mpo-
TUB 36 %) y ManyueHTos, Koraa peunans CDI Habmopancs
6oree yeM depes 4 Hefle/U MOCTIE JIeYEHN A IPEAbILYIIETO
smm3opa [18]. Ilpemapar npuMeHAeTCSA UCKTIOYNTETbHO
Y B3pPOCIIBIX.

ITo pesynpraTaM Ony6/IMKOBAaHHOTO MeTaaHaam3a
bUIaAKCOMUILMH MOXKET pacCMaTpUBATbCA B KadeCcTBe
tepamuu 1-11 muaun npu CDI [19]. bonee Toro, Guery
U coaBT. B 2017 I. 6BL/IO [TOKA3aHO, YTO IOCTEIIEHHOE JIe-
4yeHNe GUAAKCOMIULIMHOM B TedeHue 25 CyTOK TOCTOBep-
HO JIy4Yllle 110 CPAaBHEHMIO C Tepalnell BAHKOMUIIMHOM
Ha npoTspKeHyu 10 gHelt v IpUBOJUT B UTOTE K CTOMKOMY
KIMHNYECKOMY 13Nie4enuio yepes 30 JHel Iocie OKOH-
yaHMA Kypca. Yacrora penunuboB Ha 90-11 IeHb TaKKe
OblTa HYOKe B IpyImIie ¢ GpUJaKCOMUIHOM, YeM B TPYII-
e ¢ BAHKOMUIVHOM (9 poTuB 18 % COOTBETCTBEHHO).
910 no3Bo/MNIIO B 2017 I. AMepMKaHCKOMY O0LIeCTBY VH-
¢exnmonHpIx 3a60meBanuit (IDSA) u AMepuKkaHCKOMY
o61ecTBy anupemMuonoruu 3gpaBooxpanenns (SHEA)
OOHOBUTD CBOU PEeKOMEH/IAIINN, YKa3aB, YTO BAHKOMUIIVH
" GMIAAKCOMMIVH AB/IAITCA OCHOBHBIMM 3THOTPOITHBIMMI
cpencrBamu nedeHus CDI [20].

B 2007 ropy Cochrane Collaboration 6p11 BeIONTHEH
MeTaaHa/IN3, IOCBALICHHDIN M3y4YeHNI0 aHTNOMOTUKO-
tepanuu CDI y B3pocnbix, n gokaszaHa 6ombias a¢-
($eKTUBHOCTD TeMKOIITAHMHA 110 CPAaBHEHNIO C BAHKO-
MMIIMHOM U METPOHIJA307I0M. B TO >ke BpeMs TO/IbKO

B OOJHOM I3 BK/IIIOUCHHBIX ]/[CCJIeHOBaHI/Iﬁ[ IIpOBOAMIICA
KOHTPOJIb C TOMO1IbI0 11ane60. He6ompiioit pasmep Bbl-
OOPKM U METO[O/IOTUYECKIe OLIMOKM OTPaHNINBAIOT
BO3MOJXHOCTb MHTEpIIpETAlIUM CAECTAHHDBIX aBTOpaMu
BBIBOJIOB [6].

banuTpanyH cylecTBeHHO peske MCIIOb3YeTCs [ Jle-
gyenys [IMK us-3a BapnabenbHOCTI U HECTaOUIBHOCTH
¢dapmakonorndeckoro saddekra B orHowmenuu C. difficile,
BO3MO>KHOTO TOKCUYECKOTO BO3JENICTBUSA Ha MTOYKM, I10-
STOMY IpeanoYTeHne OTHaAI0T BaHKOMI/IHI/IHy n METpo-
Hupasony [21]. Beicokas cToMMOCTbD Ipemnapara, 4acToe
pa3BuUTIEe HOOOYHBIX peaKINil TAKXKe OTPAHNIMBAIOT €T0
IpUMeHEeHNe.

Oucomo3 u npobuoTuku npu AAJL
YuutbiBasg TOT (aKT, YTO BeAylast polb B Pa3BUTUM
AAJl, obycnosnennoit C. difficile, mpyHagIexXuT muc-
6103y, TO MAaTOreHeTN4YeCKN OOOCHOBAHHBIM SIB/ISETCS
IpUMeHeHue IPOOUOTUKOB JIJIA JIedeHus U NpoduIak-
TUKM 9TOro 3abomeBanusi. JledeOuplit addext mpobdmo-
TUKOB OOBACHACTCA TeM, YTO MUKPOOPTaHM3MBI, BXO-
AsIe B X COCTaB, 3aMeLA0T GYHKIMY HOPMa/IbHOM
ayrodmoper JKKT. JlokasaHo, 4TO mpobmoTumkm o6ma-
[AI0T He TOJNBKO TepaleBTUYECKMM, HO U HpoduIak-
TyeckuM pelictsueMm B otHomenyuyu CDI. TpymHOCTb
CPaBHUTE/IbHOM OLeHKYM 9((PEeKTUBHOCTU pPa3NMIHBIX
IpPOOMOTUKOB 3aK/TII0YAETCsI B OTCYTCTBUIU B HACTOSIIee
BpeMs (apMaKOKMHETNYECKMX MOJENeil /s MCCIeNo-
BaHMSA Y Ye/IOBeKa C/IOXHBIX OMONOIMYEeCKUX BEIEeCTB,
COCTOAIINX U3 KOMIIOHEHTOB C Pa3/IM4YHON MOJIEKY/IAp-
HOJl Maccoil M He MOCTYNAIIIUX B CUCTEMHBINI KPOBO-
TOK. TeM He MeHee, IOTOXKXUTENbHYI0 PEKOMEHMAINIO
ns nedenus v npopunakTuky CDI Ha JaHHBIT MOMEHT
MMEIOT TaKye IpOoOMOTIYeCKe 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 u mp. [12, 22].

Hasna4yeHne yKa3aHHBIX IPOOMOTUKOB II03BOJSET
B 3 pa3a cokpatutb yactoTy passutusa CDI ¢ 27 go 9%,
IpY 9TOM K/IVHUYECKUe NPOsABICHUs AMapen 3HauM-
TeJIbHO MeHee BbIpakeHbI [5]. locturaercs aTo 3a cyeT
KOHKypeHIuu npobuorndeckux mraMmmos ¢ C. difficile
Y APYTYMM IIATOTEHHBIMM ¥ YCTIOBHO-IIATOT€HHBIMM MU-
KPOOpraHM3MaMM 3a MUIIeBble CyOCTPAThl B KUIIEYHIKE,
AQHTUTOKCUYECKOTO eVICTBIA, BBIPAOOTKM MU GaKTepyo-
IIVIHOB 1 IUTOKMHOB, CHIDKAIOI[VX YPOBEHDb BOCIIAIEHNS
B CTEHKe KUILIKY, CTUMY/IAIMU $arounTosa, CuHresa sIgA,
aktuBanuu T-1MMoOuNUTOB, a TAKXKe MONTOKUTEIBHOTO
BIMSAHUSA Ha OOMEH XoJlecTepuHa U (pepMEeHTATUBHYIO
aktuBHOCTD JKKT, yBenudyenne npogykuny moanHe-
HACBIIEHHBIX KOPOTKOLETIOYEYHBIX JIETYYMX KM PHBIX
Kucror [1, 2, 5. TIpo6noTrky MOXXHO IPUMEHSTh KaK Ofi-
HOBpPeMEHHO C Ha3Ha4YeHMeM aHTMOMOTIKOB, TaK U IOCTIe
3aBeplLIeHNsA Kypca aHTUOaKTepuarIbHOI Tepannun AIn-
TETIBHOCTBIO JI0 3 MecsAleB it NTPOQUIAKTUKY PeLufiu-
Bos CDI [23].



Ins npodunakruku perupusos CDI B3pocibiM manmu-
€HTaM C BBICOK/M PUCKOM VX Pa3BUTUA PEKOMEH/YeTC
HprMeHeHNe 6e3/10TOKCyMaba — Yel0BeYeCKOr0 MOHO-
K/IOHaJIbHOTO aHTUTeJIA, CBA3bIBAIOIIETO TOKCMH B 1 mpe-
IMATCTBYIOLIETO ero ajfire3uy K Komonountam. [Ipemapar
ObUT 0f00peH YIpaB/leHMeM IO CAaHUTAPHOMY HaJi30py
3a Ka4eCTBOM NMNIEBBIX MPOAYKTOB M MeJUKAaMEHTOB
(FDA) CIIIA B 2016 rogny. Perncrpanuonnoe nccregona-
HIfe, B KOTOPOM IIPUHS/IM y4yacTue 6omee 2500 naeHTos,
II0Ka3aJI0, YTO 6e3/10TOKCyMab B COUeTaHMM CO CTAaHAPT-
HOII IIepOpaIbHON aHTUOAKTepHUaIbHON Tepamnuell Ipu-
BOAMJI K 3HAYMTEIBHO O0JIee HI3KOI YaCTOTe PEeLi/IBOB
CDJ, ueM TObKO IlepopaibHas aHTUOAKTepUaIbHAs Tepa-
s (17 mpoTus 28 %). B To >xe Bpems y akTOKCyMaba (Mo-
HOKJIOHA/IbHOTO aHTUTE/IA, CBA3bIBAIOIETOCS C TOKCTHOM
A C. difficile) He 6bII0 BBIAB/IEHO aHAJIOTMYHOTO 3 deKTa.
ITepuop nonyBeIBefieHUs 6€3T0TOKCyMaba COCTaBsAeT
19 gHeit, 4TO ObecmeunBaeT MPOPUIAKTUKY PeaKTUBALIUN
C. difficile mocne 3aBeplueHNus Kypca aHTUOAKTepUaTbHOI
Tepamnmny, B TOM 4IIC/Ie B OTHOLIEHN TUIIePBUPYIEHTHOTO
mramma BI/NAP/027. Ilpumenenne npenaparta orpaHu-
YEHO €TI0 BBICOKOJ CTOMMOCTBIO U TOTEHIIVIa/IbHBIMH 10~
60ounbIMH 3 dexTamu (4acTOiT JEKOMITEHCAIIMEN OCTPOIA
CephevHON HeJOCTATOYHOCTY 110 CPaBHEHUIO C TPYIIIION
wrane6o — 12,7 npotus 4,8 % cOOTBeTCTBEHHO) [24].

Beccumnromusle Hocutenu C. difficile umeroT Bbicokume
KOHLIEHTPAI[U AHTUTEJI, HAIIPAaB/IeHHBIX IIPOTUB TOKCHU-
HOB A u B, cnefjoBaTenbHO, 3T aHTUTENA UMEIOT O0Jb-
Ioe 3Ha4eHue ISl pasBUTUA MMMyHNUTeTa Ipotus CDI
[25]. YcTaHOB/IEHO, YTO €CTECTBEHHO BbIpabaThIBaeMble
anTurena k rokcuHaM C. difficile y mvaduumnpoBaHHBIX
HaIIeHTOB NPeNATCTBYIOT pa3BUTHIO guapen [26]. Oc-
HOBBIBAACh HA 3TVX 3HAHNUAX, IPOBOAATCS UCCIIOBAHNA
II0 BHYTPUBEHHOMY BBEICHNIO UMMYHOITIOOY/INHOB, KO-
TOpbIe MOT'YT OBbITD ITOIe3HBI KaK /IS IeYeHNU I, TaK U JJIA
npodurakTukn penuansos CDI. Ycnemnas nmmyHoTe-
pamus 6p11a 651 MHTEPECHBIM CIIOCOOOM OOPBOBI € ITUM
3aboreBaHMeM, IOCKOIbKY, B OT/INYME OT STUOTPOIIHBIX
CPefiCTB, OHA He Hapyluana 6bl 6akTepuanbHyio Gpropy
opraHmusMa xossuHa [27].

C touku 3peHns nedeHus u npodunaktukyu CDI
IpeACTaBIsAeT MHTepeC IIpenapar TojaeBaMep. ITO TOK-
CUHCBA3BIBAIOLINI IIONMMEDP, KOTOPBIil HE NMEET Ips-
MOTO aHTUMUKPOOHOTO HECTBUSA, IIO9TOMY CYMTACTCH,
4YTO OH He HAHOCUT BpeJl KNIIeYHON MUKPOQIOpe U CII0-
co0eH BOCCTaHAB/IMBATb KOJIOHM3ALMIOHHYIO0 Pe3UCTEHT-
HOCTb. B COOTBETCTBMM C 3TOJ TEOpUEN peUgUBIPOBa-
Hue NHQeKUNN y MALMeHTOB, IOTYYaoNX To/IeBaMep,
OBITIO OTMEYeHO Topasfo pexe (3 %), 4eM y HOMydaolux
BaHKOMMIVIH M METPOHMA301 (23 1 27 % COOTBETCTBEH-
Ho). OTHaKO XOpOIINIT pe3yabTaT TolIeBaMepa OTYaCTI
00'BACHSAETCS BBICOKUM IPOLIEHTOM BBIOBIBIINX U3 KC-
clefoBaHuA B 9Toi rpymie (50 o cpaBHeHMIO ¢ 25 1 29 %
OTHOCUTENILHO TeX, KTO IPVHIMAJI BAaHKOMULIMH U Me-
TpoHnason). [Tockonbky ToeBaMep He LOCTUT CBOEN
IIEPBMYHOI KOHEYHOM TOYKM B 3TOM MCCIENOBAHNUY, €TO
paspaborka 6bi1a pekpaigera B 2008 r. [12]. Tem He me-

ApxuB negmatpuu u geTckoit xupyprun Ne4 [3] 2025 ropa

Hee 3TOT (aKT OrpaHMIMBAET HEOOXOAMMOCTD JIeI€H NS
AA]l myTeM HOTIONMHNUTEIBHOTO Ha3HAYEHN A AaHTUOUOTH-
KOB I CTUMY/IMPYeT IIOUCK HOBBIX 9()(PeKTUBHBIX a/IbTep-
HATVBHBIX HEAaHTUOAKTEPUATbHBIX CIIOCOOOB Tepannu
U IpoIIaKTUKY 9TOro 3aboneBanus [28].

TpancnnanTanusa pexkanbHoil MUKpoOuoTh (TOM)
MOXKET JICTIO/Ib30BAaThCS IPY TAXKENON ¥ QyJTbMUHAHT-
Hott CDI, pesucTeHTHOI K aHTMOAKTEpUANbHOI Tepa-
Y, 0cO6EHHO B C/Ty4asix He6/IaronprusaTHOrO IPOrHo3a
xupyprudeckoro nederns. TOM obecrednBaeT caMblit
BBICOKIIT ypOBeHb ITpodmmakTuky peruausos CDI cpenn
BCEX BAPMAHTOB JIEYEHN I, U3BECTHDIX B HACTOALIEE BpeML.
OTa npouenypa usBecTHa yxe 6omee 1000 et u 6bi1a
BIIEpBbI€ ONVCaHa BPayoM TPaAMIIMIOHHOM KUTAMCKONI
MeguUuVHLI I's XyHroM, >KMBLUIVM B IIePUOJ IIPaBIeHN s
puHactuy JoHrnuH (284-364 rr. 1o H. 3.). OH npuUMeHsII
CYCIEeH3UIO YeTIoBeYecKuX (pekanmit mepopanbHO MallieH-
TaM C TsDKeJION Ayiapeeit My MULIeBbIM OTPaBlIeHueM [4].
Borgaromuiics kuraiickuii Bpad X VI Bexa JIu lllnaxsup
B 1593 rofy omucan npuMeHeHue pa3baBieHHbIX (eKab-
HBIX MAacCC, Ha3bIBAEMBIX TAKKe «KEITBIM» VIV «30/I0ThIM
cymmom», ans nedenus sabonesanuit JKKT. Otor meron
TOJITO OCTABAJICA IIPEPOraTUBON TONIBKO BHICOKOIIOCTAB-
JIeHHBIX MaH[apuHOB B [logHe6ecHoit nMnepun. OpHa-
KO IIOC/IE ITy TeHIeCTBIA CPefIHeBEeKOBbIX CCeoBaTeNei
B Knrait Kpucrnan @pann Ilaymmnan Beimyctun B 1696 .
KHUTY, B KOTOPOIJI BIIepBbIe OINCAJI CIIOCO0 JTe9eH N aya-
pen ¢ noMobo ekaabHOl TpaHcmmaHTany. B EBpore
3Ta upest OblIa BIIepBbIe MCIIO/Ib30BAHA B BeTePUHAPUNU
UTAIbsIHCKUM aHaToMoM Dabpuunycom AKBaleHIEHTe
B XVII Bexe [29].

CoBpeMeHHasl Me[MLIVHA BIIepBble IIPOBeIa TPAHC-
IVTAHTAIVIO Kajia B 1958 roxy. [ atoro npumMensnu de-
KaJIbHYI0 K/M3My B KadecTBe Teparmy IIMK (B To Bpems
C. difficile He BBIAB/IANACH PYTUHHO), @ IIePBOe COOOIIIEHNE
0 ¢eKaIbHOI TPAHCIUTAHTALMN y MAIVIeHTa C IO TBEPXK-
nenHoit CDI 6b110 ony6nukoBano B 1983 r. [4]. Boep-
Bble paHIOMI3/POBaHHOE KOHTPOIMPYEeMOe UCIIBITaHIe
TOM npu penupusupytomeit CDI mposenu B 2013 1. [30].
ITpy ananu3se 3 cxeM nedenus (MHPy3us TOHOPCKUX peka-
NUI C IOCTIeR YOI MM COKPAIlieHHBIM IIPYEMOM BaHKOMU-
L[HA ¥ IPOMbIBaHMEeM KMILIEYHNKA, CTAHJAPTHAS CXeMa
IpyeMa BAHKOMUIIVHA U CTAaHAAPTHAS cXeMa IIpyeMa BaH-
KOMMIIVIHA C IPOMBbIBaHMEM KUIIEYHNKA) YCTAHOBJIEHO,
4TO y 81 % MaIeHToB B 1-i1 rpyIie HaOIIO[ANIOCh YMEHb-
meHue cumnromos CDI no cpaBHeHMIO C MalIeHTaMu
2-11 ¥ 3-1 rpynn (31 1 23 % cooTBeTcTBEHHO). bonee Toro,
He HaO/II0a/I0Ch CYLIeCTBEHHBIX Pa3Induil B 4acTOTe
He>Ke/IaTeIbHBIX PeaKINil MeXY TPeMs UCCIeRyeMbIMU
IpyIIaMy, 3a MICK/IIOYeH)EM JIETKON iMapen 1 CIIa3MOB
B xuBoTe B rpynie TOM B genp nudpysun. Ilocre npo-
LeAypbl y MAIMeHTOB HAOTIOANM0Ch YBenIn4eHne 6aKre-
pMaNBbHOTO pasHOOOpasus Kaja, aHaIOTUYHOE TAKOBOMY
Y 3OPOBBIX JOHOPOB [4].

100 %-Hast 3¢ (eKTUBHOCTD ObIIa OTMEYEHa B MCCIIe-
BOBaHUM C ydacTueM 27 MalueHTOB, KOTOPhIM JOHOP-
cKue ¢exanny BBOAWINCH HEIIOCPEACTBEHHO B TOHKMII
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M TOJICTBI KMIIeYHUK. B apyroit pabote dexanuu BBO-
DU B OPTaHU3M PeLUINEHTOB, 3aKII0YUB UX B XKeja-
TUHOBBIE KanCy/bl. COITaCHO MPOTOKOMY 27 MallieHTOB
HoMy4Yuay 1o 24-34 xancynsl, 9peKTUBHOCTD Tepanum
Takxe coctaBuna 100 %. TpaHcnmaHTanys 3aMOPOXKEH-
HBIX (eKanuit ynpoctuiaa npouenypy. O6pasisr kana
MO>XHO XpaHUTb Ipu TemiepaType —80 °C 1 1CI01b30BaTh
B TedeHNe CJefyomux 5-6 Mecsanes. Hekoropsle 6aHKM
KaJla yBe/IMYMBaIOT CPOK XpaHeHus fo 2 nieT. [Iponenypa
TOM eme He cTaHAAPTU3NPOBaHA. [JOHOPCKMIT Kan cMe-
IIVBAIOT C PU3MOTIOTMYECKIM PACTBOPOM, TOMOT€HU3UPY-
10T ¥ QUIIBTPYIOT, YTOOBI OTAEMTUTD TBEPAbIE YaCTH U 110-
TYYUTD XUAKNA MaTepuan. GeKanbHbI TpaHCIIAHTAT
MOXeT OBITh BBEJIEH C IIOMOIIbIO IIEPOPATIbHBIX KAIICYTI,
KOJIOHOCKOIINH, Y[ ep>KMBaOLIeNl KIU3MBI UIN AYyOfie-
Ha/IbHOM 30HAupoBauuu. [To-Buayumomy, apdexTuBHOCTD
T®M Briiie nocie BBemeHusa B HukHMe otaenbl JKKT
[0 CPaBHEHMIO C BBEJICHVEM B BEpXHIE ero OTHeNbI [4].

Paspab6orannbie B 2015 rogy aaropuTMsl IpoBesie-
Hus TOM BKIIOYAOT caefyolee: B CIy4dae TAXKEIoro
unu ¢ynbMuHaHTHOTO TedeHus: CDI, pedpakTepHOro
K Tepanyuy BaHKOMULVHOM B KOMOMHAIIMV C BHYTpU-
BEHHBIM BBEJICHJMEM METPOHUJA30/Ia B TeYeHNE 5 NHET],
nanueHTy nokasana TOM c ucnonb3oBaHMeM BUJEO0-
KO/MOHOCKon M. EC/Tu BBIABISIOTCS MCeBIOMEMOPAHHI,
HepOopasbHBIIL IIPVeM BAaHKOMUI[MHA BO30OOHOBIIAETCS
B TedyeHue 24-48 4acoB IOC/IEe MPOLEAYPBl U MOCHe-
mytomye ceaHcbl TOM BBHINONTHATCA C UHTEPBAIOM
B 3-5 [HeIT 10 MOJTHOTO MCYEe3HOBEHM S IICEBIOMEMOpaH
[31]. Viconb3oBaHMe JaHHOTO AJITOPUTMa B KOMOMHA-
uun ¢ 14-KHEBHBIM KYypCOM BaHKOMMIVHA ITO3BOJINIIO
NOCTUYD M3NeYeHNs B 75 % ciydaeB IIPU UCIONTb30Ba-
Humn opHoro Kypca TOM u B 100 % cmydaeB — mpu BbI-
HOTHEHUN HeCKONbKMX nponenyp TOM [32]. B pamkax
UCCIeNoBaHNA Ipu ucnonb3oBanuy TAM He onmcaHO
Cepbe3HBIX HeXXeraTeNbHbIX ABeHuit. Kpome toro, TOM
CIIOCOOCTBYET CHUIKEHNIO YaCTOTBI KOJI9KTOMMUIL 1 CeTICH-
Ca M ABIAETCA MEPOI CIAaCeHM s NMALMEHTOB B KpaliHe
TSKEIOM COCTOSTHUN.

3anoroM ycnemHoro nposefennsa TOM sapnserca
TIIaTeTbHBIN TOKOOP U MpefBapuUTeIbHOE 00CTenOBa-
HJe JoHOpa. Bo3MOXXHa KakK ayTo-, TaK ¥ a//IOTpaHC-
IJIAaHTanusA MaTepuana. [Ipegmourenne oTgaeTcs InIaM,
MPOXKMBAIOLMM COBMECTHO C PELJUIIMEHTOM, TOCKONIBKY
PUCK Iepefjauy HOBBIX MH(EKIMOHHBIX aT€HTOB B TAKOM
cay4yae MuHuManeH. Kpome Toro, y Matepu mnn cu6cos
penumnuenta coctas Mukpo6buorsl JKKT, kak nmpasuro,
Haubosee CXO[eH C TAKOBBIM Y PELMIINEHTa, a, 3HAYNT,
ABTAKTCSA MOXOXKMMM Y CBOMCTBA alallTUBHON MIMMYH-
HOJI cucTeMbl KninedHrKa. CregoBaTenbHO, Gekanuu
OT TaKMX JOHOPOB OyAyT 006/1aiaTh MEHbIIIE UMMYHO-
TeHHOCTBIO J1s peyunuenta [30]. Insa usneuenns CDI
TOM Heo6X0MMO IPOBOAUTD MHOTOKPATHO, B COYETA-
HUM C STMOTPOIHBIMY IpenapatamMy (BaHKOMUIIMHOM
iy GUAKCOMULIHOM) JIO TIOJTHOTO MCYe3HOBEHVS TICEB-
noMeM6paH. IIporenypa MoxeT 6€30I1aCHO BBIIIOTHATD-
cA 4epe3 93HJOCKOI fake Y MalMEHTOB C TOKCUYECKUM

MeTaKOMOHOM C noMoIpio nHCybdmanun CO, n akky-
paTHOTO BBefleHNs allllapaTa 3a Cele3eHOYHBIN U3rub
toncroit knmku. OuHanpabl ceanc TOM Heo6x0mMMO
BBIIIOJTHUTD IIOCTIe ICUe3HOBEHNM A TIceBoMeMOpaH. OnHa-
k0 TOM Bo3MOXHa ITpy HaINYuy 6aHKa 3aMOPOXKEHHbBIX
00pas1oB peKanbHON MUKPOOUOTEL

B cBasu ¢ TeM, uTo TOM sABnseTCA NepCIEKTUBHBIM
MeTofoM JedeHus u npodunaktuku AAJI, 6s1710 pas-
paboTaHO HECKONIbKO KPYIHBIX «OaHKOB (ekanmii»,
B yacTHOCTM B Hupepnannax, rae Takue IpoLenypbl op-
raHM30BaHBI HAa HAI[MOHA/IbHOM ypoBHe Hupepnannckum
0aHKOM JOHOPCKMX (peKanit Ipy MeIMIMHCKOM LIeHTpe
Jleiinenckoro ynusepcurera. C 2016 . Ty#a DOCTYNINUIIO
6onee 120 obpamennit o nposeferuyn TOM y nmannen-
ToB ¢ penuausupyiomeit CDI. Kaxxpgoe obparenne 06-
CY>X[aeTcA TPYIIION SKCIIEPTOB, B COCTaB KOTOPOIT BXO-
IAT MeAMLIVHCKIE MUKPOOIOIOTrY, FaCTPOIHTEPOIOT N
1 MTHQEKIVOHNUCTHL. VI3 BceX IMOCTYNMBIINX OOpaleHNit
TobKO 80 % cooTBeTCTBOBa/MM Kputepnio penypusa CDI
u ObIIM IposiedeHsl. BeposTHOCTD ycmexa Obia 6oree
90 %, 9TO CBA3aHO CO CTPOTMMM KPUTEPUAMMN BKIIOYE-
HusA [4]. OgHAaKO CIenyeT HOXYepKHYTh, YTO IpUMeHe-
Hye TOM noka HeOCTYIIHO B OOBUIMHCTBE e4eOHbIX
yupexxpennii. B mocnegHee BpeMs IPOBOASATCA TaKXKe
MICCTIEIOBAHN A, KOTOPbIE IPEATIONAraloT IPOPUIaKTUKY
CDI ¢ momoInbio BakiumHaum [33].

ITanieHTOB C TAXKEO, OCIO>KHEHHOM TOKCUYECKUM
MeTaKo/loHOM unu MonHueHocHoit CDI, orcyTcTBuem
addexra OT MPOBOAUMOI MeIVKaMEHTO3HON Tepanun
B TeuyeHMe MepBhIX 24-48 YacoB U ypOBHEM JaKTaTa
>2,2 MMOJIb/N Uu neiKouuTosoM =20 x 10°/1 gomxkex
OCMOTpeTb XUPYPr [34]. B HacTOAIIEE BpeMs peKOMEHAY-
eMOI1 oIlepalyeil B TAKUX CITy4asixX sIB/IseTCsA CyOTOTab-
Hasl KOTM9KTOMUA. AIbT€PHATUBHO, MEHEEe HBAa3VIBHOM
orepanuell, MO3BO/AIOLIEl COXPAHUTD TOICTYI0 KUIIKY,
SIBJISIETCA TeT/IeBasi MICOCTOMUS C AHTETPaIHbIM IIPOMBI-
BaHIMEM BaHKOMULITHOM [14, 35]. ToTa/ibHa st KOTOKTOMU S
C KOHIIE€BOII MJIEOCTOMO IEMOHCTPMPOBaja CaMble HU3-
KJie TT0Ka3aTe/Iil CMEPTHOCTY ¥ IIOBTOPHBIX orepannii [36].

3aknrodeHne

Takum o6pasom, AA]JI ABIAETCA aKTYaIbHOM MEXANCIIN-
IUIMHAPHOI MPO6/IeMOlt KaK OT€4eCTBEHHOT0, TaK U MU-
POBOTO 3[paBOOXPAaHEHMs], IOCKOIbKY aHTUOMOTUKY
IINPOKO IPUMEHAIOTCA B KJIMHUYeCKOM IIpaKTNKE U Ha-
PAnRY ¢ HO3UTUBHBIM 9 (PeKTOM He NMIIEHBI TAKOTO He-
JKeJIaTe/IbHOTO IT060YHOTO AeiicTBuA. OCHOBOIL TedeHNns
AA]Jl cnyxut pueroTepammsi, KOTOpas CIOCOOCTBYeT
IeTOKCUKALMM OpPTaHM3Ma ¥ BOCCTAHOBJIEHNIO 3y01103a,
OIHOBpEMEHHO obecIeunBas MOTPeOHOCTU B HYTpPUEH-
Tax u 3Hepruy. OCHOBHBIMU CPENCTBAMU STHOTPOIIHOM
tepanuu AAJl, obycnosnennoit C. difficile, AaBnAoTcs
METPOHNA30/I U BAaHKOMUIINH, OCTa/IbHbIE aHTI/I6aKT€—
puasibHbI€ IIp€Naparbl, K KOTOPbIM 9yBCTBUTEIEH 3TOT
BO36YI[I/IT€TII), IIpMMEHAITCA 3HAYUTE/IDPHO PEXE U IIO-
Ka3aHbl, KaK IIpaBUJIO, B3POC/IbIM IMaLlMEHTAM. Hap;my
C 9TUOTPOIHBIMM CPefCTBAMM /IS JIe4eHNA U IPOPu-



maktuku CDI nenecoobpasHo HazHadeHMe TPOOMOTH-
KOB C JJOKa3aHHOI 9¢)(peKTUBHOCTBIO U 6€30MaCHOCTbIO,
B vactHocTu S. boulardii CNCM I-745. IlepcrieKTUBHBI-
mu Metogamu nedenus CDI apnsorcs Omonormdyeckas
u uMMyHotTepanusa, TOM. Begyrca HayuHble pa3paboT-
K JPYTUX CIIOCOOOB /IedeHNs M PO(UIAKTUKI ITOTO
3abo0jeBaHMsI, OCHOBAaHHBIX Ha IIATOT€HETVYECKOM IIOf-
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IbY3 MO «HayyHo-uccnenoBaTeNbCKUA KNMHUYECKUA MHCTUTYT aeTcTBa MuHaapaBa MockoBckoit obnactu» (yn. KoMuHTepHa,

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

PesioMe

CuHgpoM Petta (RTT, CP, MIM #312750) — Taxenoe nporpec-
cupylollee HacneacTBeHHoe 3abonieBaHue, NpuBoasLLee K Ha-
PYLUEHMIO Pa3BUTUA HEPBHOW CUCTEMbI, BO3HMKAlOLLEe Npeu-
MYLLECTBEHHO Y AeBOYEK U ABNAIOLLEECH 0HOW M3 Hambonee
YaCTbIX FEHETUYECKMX MPUYMH YMCTBEHHOM OTCTANOCTM THMeE-
NON CTENeHU Y ML, XKEHCKOro nona. Ha mpoTsxKeHun pecstu-
NeTwiA cTpaTernsa BefeHus naumenToB ¢ CP bbina orpaHuyeHa
nannuaTUBHON NOALEPIKKON B paMKaXx MyNbTUAUCLIMNIIMHAPHO-
ro NOAXOAA M COCPeLOTOYEHA HAa KOpPpeKuuu Hambonee Tsaxe-
NbIX, YTPOXKAIOLMX KaueCTBY HNU3HU KIIMHUYECKMX NPOSBNIEHMA.
[laHHble TepaneBTUYECKME CTPATErMn He BAMSAN Ha naToreHe-

TUYECKME MeXaHW3Mbl 3aboieBaHus, He 3aMefnsnm nporpec-
CMpOBaHWe HEeBPOJIOTMYECKUX CUMMTOMOB W, KaK CNeACTBHe,
He Mornn Mogmuumposatb TeveHue CP, yto co3pasano ycTon-
UMBYHO HEYZ,0BNETBOPEHHYI0 NOTPEOHOCTL B NaTOreHETUYECKOM
Tepanuu (disease-modifying therapy). B cTaTbe npefcraBneH
CMCTEMATU3MPOBaHHbINM 0630p C aHanM30M COBPEMEHHBIX TEH-
OeHUMA 3apybexkHoW NpaKTUKM pa3paboTKM M peructpauuu
NeKapCcTBeHHbIX cpeacTB ans nedenus CP, a Takxe nHdopMa-
LIS 0 CYLLLECTBYIOLLMX M HAXOLALLMXCA Ha CTALUU KITMHUYECKUX
MccneaoBaHWA NaToreHeTUYeCKMX npenaparax, hopMupyHoLLIMX
HOBYH NapagurMy BeleHUs NaLMEHTOB C CUHAPOMOM PeTTa.

Kniwouesbie cnoBa: cuHapoM PetTa, reH MECPZ, TpoduHeTMA, 3TMONATOreHETUYECKOE NIEYEHUNE, KITMHUYECKWE UCCeA0BaHMA

Insa uutuposanus: Mak J1. A. IHHOBaLMOHHbIE IeKapCTBEHHbIE NpenapaThl B Tepanuu CMHApoMa PeTTa: HacTosLee 1 byayLiee.
Apxus neduampuu u demckoli xupypeuu. 2025;3(4):77-82. doi: 10.66825/2949-4664-apps-3-4-77-82

Ceepnenus 06 aBTope / Information about the author

< Nak Jlonuta AnueBHa, A.M.H., 3aMeCTUTENb AMPEKTOPA N0 KIMHUKO-0praHn3aLyoH-
Ho paboTe, npodeccop kadeapbl KNMHUYECKON FeHETUKM U opdaHHbIX 3aboneBaHuii
'bY3 MO «Hay4Ho-uccnefoBaTeNbCKUIN KIMHUYECKUIA UHCTUTYT AeTcTBa MuH3apasa
MockoBcKoit 0bnacTuy, e-mail: lolitap@mail.ru, https://orcid.org/0000-0003-1346-1351

4 Lolita A. Pak, Dr. Sci. (Med.), Prof., Deputy Director for Clinical and Organizational
Work, Department of Clinical Genetics and Orphan Diseases, Research Clinical Institute
of Childhood (Mytischi, Russia) e-mail: lolitap@mail.ru, https://orcid.org/0000-0003-
1346-1351

KoHdnuKT nHTepecos
ABTop 3asBnseT 06 0TCYTCTBUM KOHPMKTa UHTEPECOB.

NcToYHUK DUHAHCMpOBaHUS
BHelwHee du1HaHCKpoBaHKe He NpUBAEKaNoCh.

Conflict of interests
The author declares no conflict of interest.

Funding
No external funding was attracted.

77


mailto:lolitap@mail.ru
https://orcid.org/0000-0003-1346-1351

78

O630p nureparypsi/ Literature review

LITERATURE REVIEW

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.

Keywords: Rett syndrome, MECP2 gene, trofinetide, etiopathogenetic treatment, clinical studies

For citation: Pak L. A. Innovative medicines for Rett syndrome therapy: Present and future. Archives of Pediatrics and Pediatric
Surgery. 2025;3(4):77-82. doi: 10.66825/2949-4664-apps-3-4-77-82

BBengenue

Cungpom Perra (RTT, CP, MIM #312750) — Ts>kenoe
Iporpeccupyllee HaclIe[CTBEHHOe 3a00/IeBaHNme, pU-
BOfsAlllee K HApPYIIEHNMIO Pa3BUTUA HEPBHON CUCTEMBI,
BO3HMKAeT IPEVMYILIEeCTBEHHO y HeBOYeK I SBJIAET-
Cs1 OIHOI 13 Hambo/ee YaCThIX FeHeTUYeCKUX IPUINH
YMCTBEHHOM OTCTAJIOCTU TAXKEION CTEIEeHM Y JINILL JKEH-
CKOro 1moja. 3abojieBaHle Ha3BaHO B YeCTb CBOETO Iep-
BOOTKPBIBATe/IsI — aBCTPUICKOTO Iepmarpa AHppeaca
Perta, xoTOpBII B 1966 I. onmcan y 22 HeBOYEK CUH-
[IPOM C Iporpeccupylolieil IoTepeil paHee Ipuobpe-
TEHHBIX IICUXOMOTOPHBIX HaBbIKOB. A.PerT ommb6ovHO
CBA3AN KJIMHNYECKYI0 KapTUHY C IUIlepaMMOHNEMMeT],
YTO He MOATBEPAMIOCh MOCHAERYIOIVMM MCCIEeN0Ba-
HussMu. B 1983 r. mBenckuit HeBponmor benrt Xar6epr
U COABT. IIPEACTaBUIN CUCTEMaTNYeCKoe ONVICAaHNe CIH-
mpoma PeTTa Ha aHITIMIICKOM fA3BIKE Ha OCHOBE aHa/MM3a
35 cmyuaeB. B 1984 r. 6p11a ocHOBaHa MeXXjyHapo#Has
accoumanusa cuHgpoma Perra (International Rett Syn-
drome Association, IRSA), nmonoXuBiuas Hadajo IJIO-
0a/IbHOMY PeruCTpy MALMEHTOB U KOOPAMHALINN MCCIIe-
moBauwmit [1-4].

PacnpocTpaHeHHOCTDh 3a00/MeBaHMsI COCTABIsIET
1:10000 — 1:15000 cpenm >XMBBIX HOBOPOXJEHHBIX
JINII )KEHCKOTO I0J1a. Pemrarommuit mpopslB B MOHMMa-
HIM IaTOTeHe3a cuHApoMa PeTrTta mpousomen B 1999 r,,
KOTZa KOMaHJa MCCejoBaTesiell o/ PyKOBOACTBOM
noktopa Pyt Oitmup (Ruthie E. Amir) us maboparopun
npodeccopa Xyaer 3or6u (HudaY. Zoghbi) B Mepn-
uHCKOM Komepke baitmopa (Xsrocron, Texac, CIIIA)

ueHTUGUIPOBaa IPUYNHY 3ab60/eBaHus — de novo
MyTauuu ¢ norepeit pyukuun B reie MECP2, pacmo-
JIO)KEHHOM Ha JIVHHOM Iijiede X-xpomocoMmsl (Xq28;
chrX:154021573-154097717 (GRCh38/hg38)) n kogupyio-
em Metun-CpG-cBsizpiBatorunit 6emok 2 (MeCP2). Bonee
4eM B 96 % crry4yaes y leBOYEK UIeHTUPUIMPYIOTCSA MaTO-
TeHHble BapuaHThI ¢ otepeit pyHKIuu (loss-of-function)
B reHe MECP2. IIpumedaTenbHO, 4TO 60JIee ABYX TpeTeit
BCeX TeHeTNYeCKN IO TBEePKAEeHHBIX crydaes (1o 70 %)
00yC/I0B/IEHO BOCEMbBIO Hanboree YacTbIMM BapUaHTaMI,
TaK Ha3blBaeMbIMM ropstammu Toukamm: R106W, R133C,
T158M, R168X, R255X, R270X, R294X, R306C [5, 6].

B 2010 r. KOHCOPLIMYMOM 3KCIIEPTOB IPYU MOAJEPIKKE
MexpayHapopHoro ¢GoHza cuHApoMa Perta NpUHATHI
AMATHOCTUYECKUe KpUTepuu 3ab0/IeBaHms1, KOTOpbIE UC-
HOIb3YIOTCA U B HacTosiee BpeMs. COITacHO 3TUM Kpu-
TePUAM [ JUATHOCTUKY TUIIMYHOTO BapyaHTa CMHAPO-
Ma PeTTa mpy Hanm4um perpecca HepBHO-IICUXNYECKOTO
pasBuTHUA B IepBble 6-18 MecALeB XU3HU JOCTAaTOYHO
4eThIpeX 00s13aTe/IbHBIX JUATHOCTUYECKUX KPUTEPUEB:
1) 4aCTUYHOI MM TIOTTHOM YTPaThl HPUOOPETEHHBIX Iie-
JIeHAIIPAaBJICHHBIX IBVDKEHUI PYK; 2) YaCTUYHOI VN NOTT-
HOJI yTpaThbl IPHOOPETEHHBIX HaBBIKOB 9KCIIPECCUBHOIN
pedr; 3) aHOMa/INM MOXOAKY: HapyIIEHHON ITOXO[AKN
(Bucmpakcus) Mam OTCyTCTBMS CHOCOOHOCTU XOJUTD;
4) CTepeOTUIHBIX ABIDKEHNUIT PyK, TAKMX KaK c>kaTne/
CHaBIMBaHMe, XJIONKI/IOCTYKNBaHNe, COCAHME Tajb-
1IeB, «MOIOIIVe» JBVKEHMsI/aBTOMATI9eCKOe TPeHNe PYK,
U IBYX KpUTEePUEB VCKIIOYeHNA: 1) TOBPEXXeHNU TOOB-
HOTO MO3Ta B pe3y/IbTaTe TPaBMBI (B Iepu- MM IOCT-



HATaJIbHOM IIepUOJie), HellpoMeTabomnIecKnx 6omesHeit
VUL TSDKeTIOM MH(EeK I, KOTOpble 00yCTIOBIMBAIOT POp-
MUpPOBaHNe HEBPOTIOTMYECKNX ITPOoOIeM; 2) HapyLUIeHs
ICUXOMOTOPHOTO Pa3BUTHUS B IEPBbIE 6 MeCSIEB KXI3-
Hu [7].

Ha npoTskeHun fecATUNETHII CTPATETNs Be[eHM s
nanyeHToB ¢ cuaapomoM Perra (CP) 6puta orpannveHa
ITa/IZIMATUBHON IOANEPYKKONM B paMKaxX MY/IbTULUCLN-
IJIMHAPHOTO MOJXO0/la I COCPeOTOYeHa Ha KOPPeKLII
HanboJIee TSXKENbIX, TPOXKAIOLINX Ka4eCTBY XXU3HY IIPO-
ABneHnit: 1) smynentdeckne npuctymsl (70-90 % manmy-
€HTOK) — BaJIbIIpOeBasi KIC/IOTa, IeBeTUpaLeTam; 2) Tpe-
BOXKHOCTb ¥ HapyIIeHUs LMK/IA COH — OO pCTBOBaHMe
(mo 80 %) — 6eH30aMa3enMHbI (KTIOHA3emaM, Topa3enam);
3) racTpO3HTEPOIOTMYECKE PACCTPOIICTBA (TracTpoa3o-
dbareanpubIi pedTioKc, 3an0pbl; 10 80 %) — MHTUOUTOPEI
IPOTOHHOI TIOMIIBI, IPOKMHETUKH, CTabUTeTbHBIE CPEf-
CTBa; 4) MporpeccupyroLIye KOCTHO-MBIIIEYHbIE OC/IOKHE-
Hus1 (0CTeonopos, ckomnos; 60-85 %) — 6uchocdoHarsr,
ButaMuH D; 5) ABUTaTe/IbHbIE U OPTOIEfUYECKNE HAPY-
meHus — nede6Has QUIKYIbTypa, HelIpOpas3BUBaIOLIas
tepanus (Boitra-tepamms), opresupoBanne. HecMoTps
Ha KIMHUYECKYI0 3HAaYMMOCTD, YKa3aHHbIE ITOJXO/bI
He B/IVSUIM Ha TTATOTeHeTUYeCKre MeXaH3Mbl 3a00/1eBa-
HUSL, He 3aMefIJIS/IN IPOrpecCypOBaHye HEBPOIOTMIECKIX
HIpOSB/IeHNI (aIpaKCUM, CTEPEOTUIINIT, KOTHUTUBHOTO
nedbuumTa) U, KaK CaeCcTBUE, He MO MOZUPUIUPO-
BaTb TedeHue CP, 4To co3faBano yCTOMYNBYIO HEYIOB/IET-
BOPEHHYI0 IOTPEOHOCTD B IATOT€HETNYECKOI Tepannn
(disease-modifying therapy) [8].

ITens HacTOsIIIETO 0630pa — MIPOAHANMN3UPOBATH COBPE-
MeHHBbIe TeH/IeHI[UY 3apYOe>KHOI IPAKTUKIU Pa3paboTKu
U PerMCTpaLVy TeKapCTBEHHBIX CPENCTB [JIs IeUeHU I
CP, a Tak)Xe NPeICTABUTb HEBPOIOTaM, MEAUIIMHCKIM
reHeTMKaM, ICUXUATPAM U IeguaTpaM MHPOPMaLIo
O CYIIeCTBYIOIUX ¥ HAXOAALIVXCA HA CTafUM KIVHU-
YeCKUX VICCTIeNOBaHUII TaTOTeHeTUYeCKIX Mperaparax,
bopMUpYIOIINX HOBYIO IIAPAJUTMY BefleHNs IIalIeHTOB
¢ cuappomoM Perra.

Marepuanbl 1 METOJbI

[Towck nmuTepaTyphbl IPOBOAVIN HOCPEACTBOM YHMBEp-
Ca/IbHBIX MOMCKOBBIX crcTteM (Google, Yandex) B cetn
VIHTepHET B peecTpax KIMHMYECKUX WCCIefOBAHMI
ClinicalTrials.gov, EU Clinical Trials Register u crerjua-
M3V POBAaHHBIX OTE€YECTBEHHBIX ¥ MEX/YHApOJHbIX Oa-
3ax gaHHbIX: eLIBRARY.RU, Pubmed/MEDLINE (uepe3
NCBI), Wiley Online Library. Ha obunnansaom carite
FDA ocymecTBnanca nouck napopManuy, Kacarwouei-
CSl BBIJJAYM PETVICTPALIVIOHHBIX Y/IOCTOBEPEHNUII HOBBIM
JIeKapCTBEHHBIM IpemaparaM. Tak)ke ObUIM MCIOIb30-
BaHbI O(QUIMAIbHbIe CANTHI BEAYIIUX PeLeH3UPyeMbIX
MeAMIMHCKUX XypHanoB: JAMA Network, The BM],
Neurology Journals, Annals of Neurology, The Lancet,
Nature u m3pgarenbckux gomoB Springer Nature, Else-
vier. JIoNOMHUTETIBPHO aHATU3UPOBAINCh IPeCC-PENN3bI
U pasfensl paspaboToK dapMareBTUYeCKNX U OMOTeX-

ApxuB negmatpuu u geTckoit xupyprun Ne4 [3] 2025 ropa

HOJIOTMYeCKUX KOMIIaHMI, YIIOMAHYTHIX B 0630pe. Ilo-
VICK OCYIIeCTB/IS/IN 10 MyONMKauMAM 3a Iepuof ¢ 1 sH-
Baps12000r. mo 31 saBaps 2026 1. CIMCOK K/TI0YEBBIX CTIOB
BK/IIOYa/l (HO He OTpaHMYMBAJICH): «CUHApPOM PerTanr,
«Rett syndrome», «MECP2», «<new drug approval», «tro-
finetide», «gene therapy», «small molecules». Kputepnus-
MU MCK/TIOUeHN s SIB/ISINCDH Oojiee paHHME MyOnImnKanuy,
SI3BIK OCHOBHOTO TEKCTa, OTAUYHBIA OT aHIJIMICKOTO;
OTO3BaHHBIE CTAaTbU U CTATbl, HAIIPSAMYIO He 3aTparusa-
fomre TeMy o63opa. IToce mpoBepKy ObIIV IPU3HAHDI
MOAXOSIMMU IJIsI BKIIOYeHUsI B 0630p 33 MCTOYHMKA.

Pe3ynbTaTsl 1 06cyxaeHne

TpoduHeTHp: OT perucTpanuy K peanbHOi KINHIYe-
CKOI1 IPaKTHKe

Tpodunernn (Daybue(tm)) — cuHTeTMYeCKMII aHAIOT
N-KOHLIEBOTO TpUIENTHUAA IIMIUH-TIPOINH-TTyTaMaT
(GPE), ob6pasyiomierocss B TOJIOBHOM MO3Te U3 MHCY/IN-
Homozo6Horo dakropa pocra-1 (IGF-1) [9].

[Tpemapar paspaboran kommnauueit ACADIA Pharma-
ceuticals Inc. (CIIIA) u 17 mapra 2023 r. ofobpeH Yipas-
JIEHJEM II0 KOHTPOJIIO 32 IPOAYKTAMU U JIeKapCTBAMNI,
CHIA (Food & Drug Administration / FDA, USA) nns ne-
4yeHus cuHppoMa PeTTa B BogpacTe ot 2 yieT u crapuie [10,
11]. OpobpeHne 0OCHOBaHO Ha JAHHBIX MHOTOLIEHTPOBO-
ro PaHJOMM3MPOBAHHOTO ABOIHOTO C/IENOTO IIane6o-
KOHTPONIMPYEMOTO Iapasijie/IbHOI0 KIMHUYECKOTO
uccnegoBanus 111 ¢paser LAVENDER (NCT04181723)
¢ ygactueMm 187 neBodek B BospacTe OT 5 1o 20 et ¢ Kam-
HUYECKU U MOJIEKY/IAPHO-TeHeTn4ecKy (HaaudyueM Ia-
TOTeHHOTO BapuaHTa B reHe MECP2) noxTBep X IeHHBIM
mrarso3oM cuHApoM Perta (1 = 93 TpoduneTnp, n = 94
wane6o). CTaTUCTUIeCKM 3HAYMMBbIe Pas3ndns 1Mo obe-
UM IIePBUYHBIM KOHEYHBIM TOYKaM OBbIIN JOCTUTHYTHI
K 12-i1 Hefierle B O3y TPOUMHETUAA: IO ONIPOCHUKY
OLICHKV HapyILIeHWUIl IOBefleHNs Ipy cuHgpoMe PerTa
(The Rett Syndrome Behaviour Questionnaire, RSBQ)
CpefHAsA pasHMUIA CKOPPEKTUMPOBAHHBIX M3MEHEHUII
OT MCXOJHOTO YPOBHsA cocTaBuaa —3,2 6amna (95 % JN:
ot -5,7 50 -0,6; p = 0,018); o 1IKajIe OOIEro KIMHIYECKO-
ro yryummenns (Clinical Global Impression-Improvement,
CGI-I) cpepgusis pasunua cocrasuia —0,3 6amma (95 % [U:
ot -0,5 10 -0,1; p = 0,003). K 12-11 Hemene 38,4 % mauu-
€HTOK, KOTOpBI€ YCIIONb30BaNIN TPOUHETUN, FOCTUTIN
ynyuamenns no CGI-I («much improved» / «<minimally im-
proved») mpotus 15,4 % Ha mane6o (p = 0,003). Haubornee
JaCTOIl HeXKeNaTebHOI peakiueit 6bita guapest (y 80,6 %
MALMEHTOB), IPENMYIeCTBEHHO JIETKOI VIV yMepeH-
HOII cTeneny TspKecTH (96 % cnydaes), KOHTponupyeMas
JIOTIepaMMJOM M JUETOM C IOBBIIIEHHBIM COAEepKaHVEeM
Knerdatku [12-15].

99 % y4acTHNI, 3aBEpIIMBIINX UCCIefoBaHue LAV-
ENDER, nepemny B OTKpbITbIE€ pacIIVPEeHHBIE UCCIE-
mosauus 111 ¢aser LILAC-1 n LILAC-2. O61as npogorn-
JKUTEbHOCTD HabmofeHns B uccinenoBanmsx 111 dassr
cocraBuia 3 roga 8 mecses. [Ipodunp 6e3omacHoCTH

o
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Tabnuua.
KnuHudeckue uccnefoBaHus: Manble MOSIEKYIbI M MPpenapaThl FeHHoW Tepanim
Table.
Clinical trials: small molecules and gene therapy drugs

Konu- Mpoaon-
Moenapar Peructpaumon- | lpoussogutens, | Mpupopa npenapata/| ®a3auccne- | YecTeo "(H”J CeTJlb' Cratyc/
penap Hblii HoMep (MELE] MeXaHu3M AeACTBUS | [OBaHUA yyacT- Habrione- Pesynbrathbl
HUKOB .
HUA
3aBepLUeHo
30.06.2023r.,
. Anavex Life Manbie Monekynbi/ pasHuua
1 ? ;{W’E}(ﬁ'?g) E‘ggéegﬁﬁz Sciences Corp., aroHucT curma-1 W 69 5-17 12Hen. cnnauebo
CLUA peuentopa CTaTUCTUYECKM
He 3HauMMa
(p>0,05)
. Anavex Life Manble Monekynbl/
Blarcamesine NCT03941444 3 Oxupatotca
2 . ' Sciences Corp., aroHucT curma-1 1] 36 18-45 7 Hep,
(ANAVEX2-73) AVATAR CLUA pewenTopa B2026T.
; Manble Moneky- Habop naumen-
EU CT No.: Minoryx Ther- .
3 Leriglitazone 2024514684 apeuticsS.L, Y CeneKTUBHLI I 26 0-17 3b6nen 0B 33BEPLIEH
26-00 Vcnanms aroHNCT peLienTopoB 30.12.2025r.,
PPARy npojoKaeTcs
Marbie Monekynbi/
S Pesynbtathl
4L NTI64 NET06621043 || eurotech; ARz (MeniIH ki Kass i % 520 6793 onynukosans
cTpanus HabWHOMA WMpoKoro Heq. 820251
CreKTpa aencTeus :
; Unravel Manble Monekynbl/
5 zg)Aer)SIat NCT07150013 Biosciences, Inc., MexaHu3M geincteus | 15 6-21 20 Hep. 1CST?BT2025 .
CLLA He onucaH noApobHo e :
NCT05606614,  Taysha Gene AAV9/miniMECP2-mi-  I/1I/ (yacTb A) flara sapepuie-
6 TSHA-102 REVEAL Therapies, CLUA  RARE SIll (acTs B) 615 6-21 5ner  Huawuccneposa-
Hus 06.2031 1.
NCT06152237,  Taysha Gene AAV9/miniMECP2-mi- (A SR
7 TSHA-102 REVEAL Therapies, CLUA  RARE I/l 6 5-8 6neT  HuA uUccnenoBa-
Hus 02.2031 1.
AAV9, Hecywmi
NosHOpa3MepHbIii [laTa 3aBepLue-
8 NGN-401 ElﬁTB%SLB[;?EﬁZU, Neurogene Inc.  TpaHcreH YyenoBeye- 1711/ 33 >3netr 12net  HuAuccnepoBa-
cKoro reHa MECP2 Hus 12.2029 .
(EXACT)
AAV9, Hecywwnii
g MoJIHOPa3MepHbIN _ [lata 3aBepLue-
9 6(B-002  NCTO&739434  Conecombiolld, o crompiinpo- — MEMPMME" g 200 Sper  wwamccrenosa-
aHxai, Kutan HUMO
LYKT 4esioBeYeCKoro Hua 12.2030 r.
reHa MECP2
[yaHwxoyCKuiA AAV-copepika-
MeLULMHCKUI LLMI HeApOH- [lara 3aBepLue-
10 AAV-MECP2  NCT06856759  uLeHTp ANnsXeH-  cneunduyHbIA | 8 4-10 52 Hep.  HWA UccnepoBa-
LUMH 1 BeTel, npomoyTep (CAG) Hus 10.2029 .
lyaHuxoy, Kutain  pna MECP2

B TeYeHUe BCero Mepuofia HaOIIOeH s B UCCIeJOBAHN-
ax LILAC-1 (NCT04279314) u LILAC-2 (NCT04776746)
OCTaBaJICA CTAOM/IBHO OJIATONIPUATHBIM ¥ IIOATBEPAII XO-
POIIYIO IePEHOCUMOCTb TPOPMHETH A IIPY A/IUTETBHOM
npumeHenun. B nccnegoarmax LILAC-1 n LILAC-2 ot-
Me4asioch JanbHellllee CHIDKeHe 6aa M0 OIpOCHN-
ky RSBQ (amxe = myumre): 1) LAVENDER tpodune-
tup > LILAC-1: -7,3 + 10,7 (40 neq.); > 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 nen.) K 52-it
HejleJIe Iy 4lIeH e 10 LIKase Bpade6Hoit onenky CGI-I
oTMevanu 75 % manuueHToB, K 64-i1 Hefene — 95 %. Y ma-

LIMEHTOB B BO3pacTe OoT 5 mo 20 7eT, mony4yaBIuX TPO-
dunetun, B uccnegoBanusax III ¢paser ormevanacy cre-
AyIoWas MOMOXNUTENbHASA JUHAMMUKA II0 PE3Y/IbTaTaM
OIIPOCHMKA POJUTENEN U TN, YXaKMBAOIINX 32 MALIMEH-
TaMM: YIy4lLIeHNe B3aMOJEICTBIA C OKPY>KaIOIIVMI —
46,2 %, ymyduieHne caMOCTOATENBHOTO MaHUITYIMPOBa-
HUS PyKaMy 1 HaBBIKOB caMOOOCTy>XuBauus — 42,3 %,
MOABJIEHVIE HOBBIX CTIOB B JIEKCMKOHE ¥ BO3MOXXHOCTH
IIPOM3HOCUTD 3BYKM — 42,3 %, yIydllleHNe 3pUTEeNTbHO-
ro koHTakTa — 30,8 %, a Tak>Ke y/y4IilleHMe KOHIIEHTpa-
LMY BHYMaHN A, HOpMaIu3anys ICMX03MOLMOHATbHOTO
dona — 26,9 % [16-20].



B orkportTom nccnegosaruu DAFFODIL II/1II da3ssr
IPOBOAM/IACH OILleHKa 0e30I1aCHOCTY M MePEHOCHMOCTH
TpoduHeTnaa y 15 neBodex B Bo3pacrte oT 2 10 4 et
¢ Maccolt Tena oT 9 fo 20 kr B TeueHue 78 Hepgenb. [Ipo-
¢buap 6e30macHOCTM GBI COMOCTABUM C JAHHBIMMU WC-
cneposanuii III ¢paser (LAVENDER, LILAC-1, LILAC-2),
OCHOBHOI1 HexXelaTeNbHOM peakuueil B 80 % ocraBanach
KOHTpOAMPYyeMas fuapes JIerKoil UaIu yMEepeHHOM CTe-
neHnu TsxecTu. Ynydmenue no mkane CGI-I cocrasuno
ot 3,5 (SD = 0,66) Ha 2-it Hepmene mo 2,2 (SD = 0.67) x 78-11
Heperne. K 52-11 Hemerne yny4menne 1o mxane CGI-I orme-
yanu 100 % manueHToB, yIydileHne COXPaHAIoCh K 78-11
Heferte. Y MaljM€HTOB B BO3PACTHOM IPyIIIe OT 2 [0 4 1eT
OTM€YasIach CIeAyI0asA IOMI0XUTETbHAA NMHAMMKA: T10-
AIBJIEHJIE HOBBIX C/IOB B JIEKCMKOHEe — 71,4 %, yny4ienue
CaMOCTOAITEIPHOTO MaHUIIYyIMPOBaHNsA PyKaMU U Ha-
BBIKOB CaM0OOOCTyXKuBaHNA — 57,1 %, HaBBIKOB MEJIKOI
MoTOpuky — 28,6 %, yayulueHue 6ajaHca M pa3BUTHE
0ONbIINX MOTOPHBIX HaBBIKOB — 42,9 %, ynydlleHne
3PUTENBHOTO KOHTaKTa — 57,1 %, a TakxKe yrydnieHue
KOHII€HTPALlV BHMMaHW A, IOHMMaHNA IPOUCXOAAIIETO
BOKPYT, CKOPOCTM peaKLUy yIy4IlIeH)e B3aIMOfIENICTBIA
C OKPY>KaIoI MMV, HOpMa/IN3aLyA ICYXO3MOLVIOHaIBHOTO
dbona — B 28,6 % [20-22].

Kparkuit 0630p npenapaTosB [ijis IeYeHU
cuHpApoMa PeTTa B KTMHMYECKUX MICCTIENOBAHMAX
(I-III ¢a3br)

ITorcK 9TMOMATOreHETUYECKMX METOMOB JIEYeHUsT CUH-
npoma Perra chopmupoBan o6mupHBIT mOpTdennb
bapMakonOrN4ecKuX IpernapaToB Ha PasIMYHBIX CTa-
ausax paspaborku. OpHako (yHAaMEHTa/NbHOI IIPO-
671eMoI1 ocTaeTCsl HU3Kas IpeficKas3aTeNbHasl [IEHHOCTD
DOKJIMHUYECKUX MOJeNeil: TepameBTUYecKre 3ddex-
TBI, BOCIIPOM3BO/IMMbIEe Ha XMBOTHBIX, YaCTO He IIOf-
TBEPXXAAIOTCA Ha 9Tale KIMHUYECKUX MCC/IeJOBAHMIL.
B rabnmue cucTreMaTU3MpOBAaHBI Majble MOJIEKYIIbI
U TIpelaparbl TeHHOI Tepanuy, NHGOPMALNA O KOTO-
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0B30P JINTEPATYPHI

Ponpb mporecrepoHa B IpOIOHIMPOBAHNUN
OepeMeHHOCTU U €TO BIUSHIE Ha COCTOSTHUE
3[I0pOBbA IIJIOfIA Y1 HOBOPOXKEHHOTO.

O630p nMuTEPATYPHI
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' TBY3 MO «HayyHo-uccnenoBaTeNbCKMN KIIMHUYECKUIA MHCTUTYT AeTcTBa MuH3apasa MockoBcKoi obnactu» (yn. KoMuHTepHa,

0. 24a, r. Mbituwwy, 141009, Poccus)

2 TBY3 MO «LLlenkoBcKuit nepuHaTanbHblii LeHTp» (yn. MapkoBsas, 4. 6, . Lenkoeo, 141100, Poccus)
3 OrAQY BO «locynapcTBeHHbIi yHMBEpCUTET NpocBelleHus» (yn. Paamo, a. 10a, cTp. 2, r. Mockea, 105005, Poccus)

Pesiome

B mocTynHoi oTeyecTBEHHOI M 3apybexHon nuTepatype coob-
LLIAeTCA 0 BaXKHOCTM MPUMEHEHWUS MPOrecTepoHa C LeNbio npo-
NOHTMPOBaHUA U CcoXpaHeHus bepemeHHoCTU. HesHaunTenbHoe
uucno nybnuKauuin npeacTaBnseT MPOTUBOPEUMBbLIE AaHHbIE
0 €ro BAMSHUM Ha BPOMJIEHHbIE aHOManuM pasBuTMA NoAA.
B aKkcnepuMeHTax Ha MMBOTHbIX NOKa3aHO BJIUSIHWE MporecTe-
POHa Ha pa3BUTHe ro0BHOro Mo3ra. [lpuMeHeHKe NporecTepoHa
y 6epeMeHHbIX crocobcTByeT Hofee HU3KUM 3HAUEHUSM pecnu-
paTopHOro AMCTPECC-CMHAPOMa, Cencuca, MHeBMOHUM, PEeTUHO-
naTum 1 HeobXoAUMOCTU NPOBESEHUS UCKYCCTBEHHOW BEHTUNA-
LIUM JIETKMX Y HOBOPOXLEHHBIX MO CPaBHEHUIO C NOMYNALMEN.
Lenb: Ha ocHoBaHuMM 0630pa COBPEMEHHBIX JUTEPATYPHBbIX
WCTOYHWKOB, pacCMaTpUBAIOLLMX BIUSHWUE recTareHoB, npuMe-

HAAeMbIX BO BpeMsl OepeMeHHOCTH, Ha NJI0A U HOBOPOX LEHHOTO,
BbISIBUTb 0COBEHHOCTM BHYTPUYTPOBHOrO pa3BUTHUS, recTaLyuoH-
HbI BO3PacT HOBOPOX AEHHBIX, @ TAKKe HapYLLeHUs afanTaLlum
B paHHEM HeoHaTaslbHOM Nepuoje.

Matepuanbi u MeToabl. [lpoBefieH aHanU3 POCCUNCKMX U 3a-
pyb6exHbIx nybnukaumm 3a nocneaHue 10 net (c 2015 no 2025 r.).
CpenaH BbIBOJ, 4TO NPOTUBOPEYMBOCTb U HEAOCTAaTOYHOCTb Ha-
YYHBIX laHHbIX 06 0COBEHHOCTAX COCTOAHUS 3[0POBbA HOBOPO-
MIEHHBIX MPY NPOJIOHIMpOBaHUM bepeMeHHOCTM NpenapaTamu
nporecTepoHa, WX afanTaLMOHHbIX pe3epBax B paHHUA Heo-
HaTaNbHbIA Nepuof, onpeAenseT aKTyanbHOCTb AAHHOW TeMbI
1 HeobX0AMMOCTb B JaNibHENLLIEM U3YYeHUs BIUSHUA Npenapa-
TOB NpOrecTepoHa Ha NOTOMCTBA YeNI0BeKa.

KnioueBblie cnoBa: nporecTepoH, nnoa, GEPEMEHHOCTb, HOBOPO)K,U,EHHbIVI, nepuHaTajibHble UCXO0AbI

Ina uutuposauma: Manwtuna Jl. B, 3gunsan C. T, 3gunsan B. B. Ponb nporectepoHa B NposioHrMpoBaHuu bepeMeHHOCTH
W ero BIMSIHWE Ha COCTOSHWE 3[10pOBbA N0AA M HOBOPOX AeHHoro. 063op nuTtepatypbl. Apxus neduampuu u demckol Xupypauu.
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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.
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BBengenue
Hemorpaduueckas monutuka Poccuitckoit Oepepanun
HaIlpaB/IeHa Ha YBeJIMYeHNe POXKLAeMOCTH, YKpeIlJleHre
PeNpOfYKTUBHOTO 30POBbsA HACeTeHNUs, B TOM 4YMC/Ie
Ha GopMMpoOBaHIEe 3TOPOBBS feTeil. 3MOpOBbe MaTepn
U pebeHKa sIB/ISIETCS OGHOM 13 IPUOPUTETHDIX I CTpaTe-
TMYeCKY BaXKHBIX 33/]ad OT€YeCTBEHHOI'O 3 PaBOOXpaHe-
HIA U MeJUIMHCKON HayKu. [lepnHaTranbHad MegUIVH-
CKas HayKa M HeoHaTajIbHas peaHMMATO/NOTU B HOBOM
TBICSTIE/IETVV HETIPEPHIBHO Pa3BUBAOTCSI, 000TAIIAI0TCS
HOBBIMJ HAayYHBIMU TAHHBIMM M IIPOQeCcCHOHATbHBIMU
mocTvkeHuAMM [1].

bepemeHHBIe KeHIMHBI BbIcoKoro pucka (BBP) mpegn-
CTaBJIAIOT cO00II 3HAYMMYIO IIPO6/IEeMY 3J0OPOBbs 13-3a
TECHOII CBSI3M C POCTOM 3200/1€BaeEMOCTH ¥ CMEPTHOCTH
cpeny MaTepeit I HOBOPOXK/IEHHbIX. BepeMeHHOCTb 00bIY-
HO XapaKTepu3yeTcs MOJOXUTETbHbIMI OKIIAHUAMIY,
HO Ha/IM4Me MaTePUHCKMX COIYTCTBYIOIMX 3a00/eBa-
HMIT, TeCTAIIVIOHHBIX OCIO)KHEHMI VTN HeOIarompusITHIX
COLIMATIbPHO-3KOHOMUYECKNX ¥ 9KOJIOTMYeCKMX YCTIOBUIA
3HAYMTE/TBHO ITOBBIIIAIOT BEPOSITHOCTD HEOTATOMIPUATHBIX
ucxonos. [lIupoknit criekTp GaKTOPOB PUCKA, IPEXKIEB-
peMeHHbIe POJbl ¥ HEJOCTATOK IIPEeHATa/IbHOTO yXOfa
HOIYEPKMBAIOT C/IOXKHBIN XxapakTep bBP. CoBpeMeHHbIE
IaHHBIE [0 SNU/IeMMUOJIOT MM, STUONOTMYeCKUM paKTopaM
U KIMHWYECKIM [IOC/IeCTBISIM OepeMeHHOCTEN C BBICO-

KM PUCKOM IIOAYEPKMUBAIOT HCO6XO,E[I/IMOCTI:> UHTETpa-
TUBHOI, TPOMUIAKTIYECKOI U MEXAVCLIUIINHAPHO
CUCTEMDI /1A CMATYCHUA H€6}IaFOHpI/IHTHbIX HEOHAaTa/Ib-
HBIX MICXOA0B 1 yTy4II€HNA JOITOCPOYHbIX TpaeKTopm?[
300pOBbs [2].

ITporecTepoH XOpOUIO U3BECTEH CBOMMM MHOTOYNC-
JIEHHBIMU 3HIOOKPWMHO/IOTUYECKNMU POIAMU BO BpeEMA
OepeMeHHOCTH, 00/1afiaeT UMMYHOMOJY/IALIMEN, CHYDKAS
MHAYKLIVIO BOCIA/INTENbHBIX peakuuil. ONucpiBaloTCa
IEPCIEKTVBLI TPOTeCTePOHa B IPOdUIAKTIKE VI/VIIN Jie-
YEHUU TaKUX CEPbE3HDBIX OCJIOKHEHUI, KaK pennanBMpy-
FOLIVIA BBIKM/IBILI, IIPESKIAMIICUSA U IIPEX/jeBpEeMEHHbIE
ponbl. TouHble MONEKY/IAPHBIE IYTH, ONpee/lAnlue
MeXaHU3MBI [IeICTBUsI IPOTeCTOTEHOB, He pa3pabora-
HbI, YTO IIpe€AIio/araeT HepCOHaHI/ISI/IpOBaHHHﬁ II0aXxo/,
IIOCKOZIbKY MMMYHOMOZIYIANNS IIPOABIIAETCA TONIDBKO
Y JKEHIUH C MIMMYHHOJI 3THOJIOTHEN OC/IOKHEHNIT Oepe-
MEHHOCTY U pofioB [3].

MHoOro4uceHHble UCCIE[OBAHNS TONUMOPdU3Ma re-
HOB IMITOKMHOB IIOKa3aay, YTO O/1A JKEHIIUH C IIPEXK-
JeBpeMEHHBIMI pOAaMM XapaKTE€pHO HalM4ue Mpo-
BOCITA/IMTCIBHBIX TOMMWHAHTHBIX anjenen 9TUX reHOB,
YTO MPUBOAUT K IOBBILIEHHON BbIPabOTKe IIPOBOCIA-
JINTE/IbHBIX IMTOKMHOB B MATOYHO-IIVTALEHTAPpHOM KOM-
IJIEKCE M 3aITyCKaeT MPOILeCC MPeXAeBPEMEHHOTO Ipe-
pbIBaHMA 6epeMeHHOCTH. BemyTcs nccnefoBaHms reHoMa



JKEHIIVH C IPeXIeBPEMEHHbIMY POaMI Ha HaM4le
r€HOB, OTBEYAIINX 32 IPOLO/DKUTETBHOCTD TIEPUOA
recTalnuy, 9TO MPUBEET K CHIDKEHUIO ePUHATAIBHOM
3a00/1eBaeMOCTH ¥ CMEPTHOCTH [4].

CoBpeMeHHas1 HayKa I IpaKTUIeCKasi MeAMI{MHA pac-
[OJIATAI0T JOCTATOYHO GONMBUINM apCEHAIOM JIe4eOHO-
AMAarHOCTUYECKUX U OPTAaHU3ALMOHHBIX TEXHOIOTUIA,
OPMEHTVPOBAHHBIX Ha IIPEAYIIPeXX/IeHIe Y INKBIAALVIIO
OCJIOKHEHMIT IEPUHATATIBHOTO IIEPUOLA. COBPEMEHHOIT
CTpaTerny pasBUTHsI IIEPCOHAM3MPOBAHHOI MEIUIVHBL.
[leprHarasbHasI ¥ aHTE€HATA/IbHAS OXPAaHa BHYTPUYTPOO-
HOTO pa3BUTHs pebeHKa 00ecredrBaeT HpoOrpaMMIpOBa-
Hye 6yayILero 350poBbs [5, 6, 7].

KoMmrteke Mep 10 CHIDKEHMIO YMC/Ia IPEKeBpEMeH-
HOTO IIpepbIBaHMsI 6epeMEeHHOCTI, B TOM YMCIIe IIyTeM
IPUMEHEeHNsI TeCTaTeHHbIX MIPEapaToB, 1 N3ydeHte Co-
CTOSIHUSL 3[[OPOBbSI HOBOPOXKIEHHBIX OTHOCATCS K Hep-
CIIEKTMBHBIM HAayYHBIM HAIIPAB/ICHNUSIM.

ITens mccegoBaHmMsA — Ha OCHOBaHMM 0630pa COBpe-
MEHHBIX JINTEPATYPHBIX VICTOYHIKOB, PACCMATPVBAIOIINX
B/IMSTHIE T€CTATEHOB, IPUMEHSIEMbIX BO BpeMs bepeMeH-
HOCTH, Ha IUIO] Ml HOBOPOXKIEHHOTO, BBIIBUTH OCOOEHHO-
CTV BHYTPUYTPOOHOTO PasBUTHS, F€CTALVIOHHBII BO3PACT
HOBOPO>KIEHHBIX, a TAK)Ke HAPYIIEHVS afallTally B PaH-
HeM HEeOHATa/IbHOM IIepPUO]IE.

Marepuansl u MeTOJbI

ITpoBeneH aHanmus 147 poccuitcKux U 3apyOeXHbIX IIy-
6nukanuii 3a nocneguue 10 et (c 2015 mo 2025 r.). Mccrne-
II0BaHMe NPOBOAMIOCH C VICIIONb30BAHMEM CIEYIOIINX
K/II0YEBBIX C/IOB (IO OTHENBHOCTV WM B COYETAHUMN):
[leTV, HOBOPOXXJIEHHBIE, IIPOTeCTEPOH, OepeMeHHOCTb
HepyHATa/IbHbIe JVICXOABI, PasBUTHE, IIOCIeAYyollee Ha-
OnrofieH1e, [OITOCPOYHBIN Iepuon, MpodumIaKTuKa
HpeX/JeBPEMEHHBIX POZIOB.

Pesynbrarsl
Bomnpocer HeBbIHAMIMBAHUA 6epeMEHHOCTH
PenpofyKTuBHBIE HeyhauM IIpU HeBbIHALIMBAHUU Oe-
PEMEHHOCTH ABJIAIOTCA AKTYaTbHOI IPOO/IEMONl B aKy-
IIepCTBE ¥ HEOHATOJIOTUM, IIOCKO/IBbKY MIMEIOT He TOJIb-
KO MEAMIMHCKOe, HO 1 OOJIBIIIOe COLMa/IbHOE 3HAYEHIE.
YacToTa caMOIPOM3BO/IBLHOTO IIpepbIBaHNUA GepeMeHHO-
ctu B Poccum octaetcs BbICOKO — oT 15 mo 23 % Bcex
3apeTUCTPUPOBAHHBIX OepeMeHHOCTell. B cTpykType
IPUYMH IPUBBIYHBIX IOTEPb OEPEMEHHOCTI BBIJE/ISIOT
TeHeTUYeCcKMe, aHaTOMUYeCKue, SHIOKPVMHHBIE, UMMY-
HO/Torn4eckue, MHPEKIMOHHbIe U TpoMboduInIecKue
dakTOopHL.

lecTauMOHHBIN BO3PacT NPU POKAECHNUN ABIACTCS
KPUTHYECKN Ba)XHBIM (HaKTOPOM HA/IA IMepUHATAIIb-
HBIX MICXOOB M COCTOSHMNA 30POBbs Ha IPOTKEHUN
xmnsHu. [IpexxpeBpemennsnie pogsl (IIP) aBnarorcsa oc-
HOBHBIM (aKTOPOM U Befyllell IpUYNHOI 3aboeBae-
MOCTY U CMEPTHOCTH JieTell, B TOM 4YJC/Ie MJIAleHIIeB.
Crparernu paHHero BBIABIEHUSA M NPOPUIAKTUKA
3TOTO aKYILIEPCKOTO COCTOSHUS OBIIN MpeRT0oKeHbI

ApxuB negmatpuu u geTckoit xupyprun Ne4 [3] 2025 ropa

B K/IMHNYECKUX YC/IOBUAX C MHTEPECHBIMI pe3y/IbTa-
tTaMn. JJoka3aHo, 4YTO MIPOTeCTePOH UrpaeT KIIUYeBYI0
ponb B mpodunaktuke I1P, neMOHCTpUPYS psfj MOTIO-
KUTENTbHBIX 9P PeKTOB, TAKUX KaK CHIDKEHIEe CHHTe3a
IpOCTAaI/IaHVHOB, UHIMOMPOBaHMeE JeTpafaliii MIeHKN
MAaTKI, MOLY/IALIMY BOCIA/TNTEIbHOTO OTBETA, YMEHbIIIe-
HUe PACKPBITHA IEKN MAaTKM ¥ CHYDKEHEe aKTUBAL NN
Muometpus [8].

V3yueHne mporecTepoHa 1 ero MeTabo/INTOB, TUIIOB aK-
TUBMPYEMBIX K/IETOYHBIX PEIleITOPOB, 3a/Ie/ICTBOBAHHBIX
CUTHAJIbHBIX ITyTeil, PeTy/INPyeMBbIX T€HOB ¥ IIUTOKIHOB,
BBIJIe/ISIEMBIX BO3/IEICTBIEM STUX CTEPON/IOB B HEPBHOII
TKaHJ, MOXKET ObITD ITO/Ie3HBIM B K/IMHUYIECKOIT TepaInL,
MO3BOMNT CHMU3UTD BocnpunMunsocTs ITHC HegoHOLIEH-
HBIX JIeTeN K IOBPEeXJEeHNAM IIPYU PasBUTUM OIYyXOJIEN
Mos3ra [9].

OnuaeMnonorndeckne JaHHbIe CBA3BIBAIOT BOCIIPU-
MMYYBOCTDb Ye/IOBeKa K XPOHMYECKMM 3a00/IeBaHUAM
BO B3POCIION XU3HU C COOBITUAMYU BHYTPUYTPOOHOI
¢daspl pa3BUTHA, KOTAA KIETKN-IIPAPOANTEIN Pa3MHO-
XKaTca 1 gupdepeHUPYIOTCA, BIUAA Ha CTPYKTYPY,
($yHKLIMOHATbHBIE BO3MOXKHOCTYU 1M aKTUBHOCTDb ¢ep-
MEHTHBIX Y 9H/JOKPUHHBIX CIICTEM, 3aK/IafIbIBasA OCHOBBI
/I pa3HOOOpa3HbIX 3a00/IeBaHNIL, KOTOPbIe IPOSBIIS-
I0TCSI MHOTO JIeT CITYCTS, YacTO B OTBET Ha BTOPUYHBIE
9KOJIOTMYeCKIe CTPECCOPBL.

PasButne mmoga cBs3aHO C IIALIEHTON — OPTAaHOM,
00pa3yoIuM CBA3b MEX/Y IUVIOJOM ¥ ero MaTepbio. Bee
HNNTaTe/bHbIE BEIIeCTBA ¥ KUCIOPO/, IOCTYIIAoIe
K IVIOAY, IIPOXOMAT Yepe3 3TOT opraH. IlmanenTa Takxe
BBLITIO/THAET Ba)KHbIE 9HTOKPUHHbBIE (PYHKIINNU, OpTaHNU-
3ysl afilallTal[MI0 MaTepy K 6epeMeHHOCTY U MOOMIN3Ys
pecypchl A1 UCHONb30BAHNA IIOOM, CO3TaBas 3a-
IMIUTHYIO CPefy 3a CYeT MUHUMM3A UM BO3/eNICTBIA
MaTepUHCKUX TOPMOHOB, TAKIX KaK ITTIOKOKOPTUKOU-
IbI, KCCHOOMOTMKY, ITIaTOT€HBI 1 MapasuThl. [Ianenra
CIOCOOHA aflalTMPOBATHCA K HEOMIArOMpUATHBIM (ak-
TOpaM OKPY>Kalollei Cpefbl M yMEeHbIIATh UX BO3JEN-
CTBMe Ha 1107, V3y4aeTcs clo>kKHasA B3aIMOCBA3b MeX-
1y GEeHOTUIIOM IIALIeHTDI ¥ Pa3BUTIEM XPOHUYIECKIX
3aboneBaHMit y moroMcTBa. ObecnedeHe ONTIMAaTbHO
IJTal[eHTallMM IpefjlaraeT HOBBII IOAXOM K Ipodu-
JTAKTUKE CePAEeYHO-COCYAUCTHIX 3abomeBannit, nuabe-
Ta ¥ OXXMPEHNUs, KOTOPble JOCTUTAIOT AMUAEMUIECKNX
MaciTa6os [10].

MaTeprHCKO-3HTOKPUHHO-IIONOBAS CUCTEMA CITY>KUT
nHtepdericom st o6MeHa OETKOBBIX U CTEPOUTHBIX
TOPMOHOB, KOOPAMHUPYs BBIPAOOTKY 1 CEKPeLNIo XO-
PUOHUYECKOTO roHafioTponnua dyenoseka (XI'Y), mpo-
recTepoHa, 3CTPOTEHOB M ITAI[eHTAPHOTO TaKTOreHa
(IT7) [11, 12].

Porb mporecrepoHa B HeBBIHALIINBAHNY GepeMeHHOCTH
Omoxa NCHONB30BAHMS AHAJIOrOB IIPOTeCTEPOHA Ha-
yajmach mocie Bbimenenus A.F.Butenandt (1934) ge-
mjecTBa, OO/MAfjaloOIero0 IPOreCTePOHOBOM AKTMBHO-
CTBIO, 32 YTO OH ObUI yHocToeH HobeneBckoit mpemu,

o
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U TOYHOI pacmnppoBKe CTPYKTYpbl IpOrecTepoHa
K.H.Slotta [13]. IlonsATre Ba>XHOCTM PONM HpPOTeCTe-
pOHa B NOAJEp>KaHNM OepeMEeHHOCTU B COBPEMEHHOI!
PenpOAYKTUBHON MefUI[He HOSABUIOCH Oojiee IONy-
Beka Hasagl. B 1972 ropy A.I Csapo et al. o6napyxunn,
YTO y/laJieHMe XKeJITOTO Te/la O afieKBaTHOTO PasBUTU
ITalleHThI BBI3bIBAET CIIOHTAHHBIN BBIKUBII. DTO paH-
Hee MCCIe[OBaHMe II0KA3aJIo, YTO IPOrecTepoH, CeKpe-
TUPYEMBIil XXeJITbIM TeJIOM, IMeeT pellaoliee 3Ha4eHNe
ISl TIOAep>KaHMsT 6epeMEHHOCTH O BBICBOOOXKIEHMS
ITalleHTapHOTO ImporectepoHa [14].

Mertabonmyeckite 0COOEHHOCTIE aHOMa/IbHOI TOJIEPAHT-
HOCTH K IJIIOKO3€ BO BpeMsi 6epeMeHHOCTI OKa3bIBaIOT
B/IMSIHNE Ha POCT, MAcCy Tefla IIPY POXKIEHNN U KMPOBYIO
MacCy HOBOPOXK/IEHHBIX. Bo3ielicTBMe II/TalleHTapHbIX
TOPMOHOB (JTaKTOT€Ha IIalleHTHl, KOPTU30JIa U IpoTe-
CTepOHa) Ha MeTabO0/MM3M ITIIOKO3BI U INIINJO0B y MaTepn
IPUBOJUT K YCYTYO/IEHNIO TUIIEPIIMKEMIUN U CTUMY/IUPO-
BaHMIO M30BITOYHOTO POCTA IJIOAA, BIMSET Ha OITOCPOY-
Hble MeTabonmnveckue nytu. [Iporecc BHyTpUyTpoOHOTO
pocTa, BK/II0Yasi COCTAaB Te/a IIOC/Ie POXIEHN S, B COYeTa-
HUY C TeHeTU4eCKUMH (HaKTOpaMU U BHYTPUYTPOOHOI!
Cpenoil, CIOCOOCTBYET OIpefie/IeHNI0 pUCKa Pa3BUTHA
3aboeBaHMIT, CBSI3aHHBIX C 00pa30M >KM3HU B OyAyLieM
(15, 16, 17, 18, 19].

ITpumeneHnne nmporecTepoHa Ay HOALEP>KKU TIOTEN-
HOBOJT (pa3bl -yCTOSBIIASCA KOHIIEMINA B 00/IaCTH 9KC-
TpakopropanbHoro onnogorsopernsa (9KO), koTopas
IIMPOKO UCIIONb3YeTCsA BO BpeMs bepeMeHHOCTH. []on-
rocpouHble 9 GeKThl BO3/IECTBIS 9K30T€HHOTO IIPO-
recTepoHa Ha IUIO 1 pa3BUTHUe peOeHKa IMPaKTUYeCKN
He M3y4anuch [20, 21].

HanuoHampHBIN MHCTUTYT KIMHNYECKOTO COBEPIIEeH-
crBa B Bennkobpuranuu, a rakxe FIGO n SMFM B CIIIA
PEKOMEHYIOT MCIIO/Ib30BaHME IIPOreCTOTeHOB JKEeHIIN-
HaM C BBICOKMM PUCKOM IIPeXIeBpeMeHHbIX POIOB, IPU-
MeHAA BaTMHAJIBHO 17-TMAPOKCUIIPOreCTEPOH KaIllpoaT
(250 Mr BHYTPUMBILIIEYHO B HEMIE/I0), HauMHasA ¢ 16-20
10 36 Heflenb MV IIPY POfiaX Y KEHIUVH C OJHOIIOLHO
6epeMeHHOCTBHIO U IIPefbIAY MMM IIPEeKAeBpEeMEHHBIMU
pomamu. OgHAKO JOKa3aTeIbCTBA BAMAHNSA HA YPOBEHD
HIpeXX/IeBPeMEeHHBIX POJOB 1 JONTOCPOYHbIe 3¢ (PeKThI
Ii1s1 pebeHKa OCTAITCSI HEOTHO3HAYHBIMH [22].

9¢PeKkTUBHOCTD MpenapaToB IPOrecTepoHa B IEPBOM
TpuMecTpe GepeMeHHbIX )XeHIIMH (1 = 112 986) cocrasis-
eT 30,70 %. Cpeny 1CIIONb3yeMbIX IIPENapaToB AMPOTrecTe-
POH U IIPOTeCTePOH MMEIOT CaMble BBICOKNE ITOKAa3aTen
BosgercTteua — 11,97 u 10,82 % coorBercTBeHHO. OO1man
4acTOTa HeO/IarONMpPUATHBIX UCXOH0B OePEeMEHHOCTI CO-
craBnser 13,49 %. BosgelicTBue [UporecTepoHa B Iep-
BOM TPUMeCTpe KOppelnpyeT ¢ 60s1ee BBICOKOII YaCTOTON
MePTBOPOXX/eHU I, IPEXKJeBPEMEHHBIX POLOB, HU3KOII
Maccoil Tela NpU POXIEHUN U BPOXKJEHHBIMU Aedex-
TaMM, a TaKXKe ¢ 60iee HU3KOI YaCTOTOI BBIKMIbIILIEI
u abopros [23].

PerpocniekTnBHOE KOrOopTHOE MCCIefOBaHNe BK/II0Ya/IO
265 6epeMeHHBIX JKeHIIVH, KOTOpble ObIIN pa3fieneHbl

Ha JiBE IPYIIIbI, IOy YMBIINE IPOreCTEPOH 10 12 Hexenb
u 6ornee 12 Hefenb edeHus. B rpyime KeHIIVH, HOTY-
YaoIMX IPOTECTEPOH C NPOJO/KUTENTBHOCTBIO JIede-
Hus 6ormee 12 Hefenb, YaCTOTA MPEXAEBPEMEHHBIX PO-
TOB, CMHPOMa JIbIXaTe/IbHOTO JUCTPecca, HM3KOM MacChl
Tea IPY POXKICHUY Y HEOOXOMMOCTY TOCIIMTaTN3ALI NN
B OTJe/IeHe IHTEHCYBHOI Tepanuy ObUIN 3HAYUTETbHO
HIDKeE B TPYIIIIE, IOy Yalollell IPOreCTeEPOH ¢ IPOLOIKI-
TeIbHOCTHIO JlIeueHus 6onee 12 Hemennb [24].

N. E. Simons et al., orjenuBas cocTosiHye 3EOPOBbS fie-
Tell B BO3pacTe OT 6 MecALeB 10 8 11eT, CpaBHUBAJIN IIPOre-
CTEepOH ¢ I1a1le60 BO BTOPOM W/VJIU TPeTbeM TPUMECTpe
I TPOPMIAKTUKH IPEX/eBPEeMEHHBIX POJIOB, IIOKA3a/IN
HEOOXOAMMOCTD OLieHKY 9(pPeKTOB Y HOBOPOXK/JEHHBIX
II0CTIe BBEIEHM I IPOreCTepOHa Ha PaHHUX CPOKax bepe-
MeHHOCTH [25].

JleyeHye IPOrecTepOHOM OBIIO CBA3AHO CO CHIKe-
HMEM YaCTOThI CIIOHTAaHHBIX NIPEX/I€BPEMEHHBIX POMIOB
1o 34 Hemenb 6epeMEHHOCTH, IIOCTYI/IEHEM B OTHesIe-
HJe MHTEHCUBHOJ Tepalyyl HOBOPOXK/IEHHBIX I IPOJOTI-
JKUTENIbHOCTDIO HEOHATAbHOI Te€paluy y NalleHTOB
C BBICOKMM PUCKOM, JaKe IIpU Hadaje mociue 24 Henenb
6epemeHHOCTH [26)].

ITporecrepoH u 60ne3nu pebeHka B Oygyiem
OCOOEHHOCTY SHIOKPUHHON PeryIAluy pocTa U -
HAMUKI IUIACTMYECKMX IPOLECCOB Y HENOHOLIEHHBIX
ZeTell M [eTeil, MajblX A TeCTallIOHOIO BO3pacTa,
COIIPSIKEHBI C M30BITOYHBIM HAKOIIEHMEM >KVMPOBOII
TKaHIU, YTO MOXKET CITY>XKUTh (PYHKI[MOHAJTbHBIM MeXa-
HI3MOM MeTab0/IN4ecKoro IMpOrpaMMMPOBAHUSA OTHA-
JICHHBIX SHIOKPUHHBIX M KapAMOMETaOOIMYeCKMX Ha-
pyuenuii [27].

J. Zhao et al. B peTpOCIIEKTUBHOM KCCIEOBAHUNI
II0 CXeMe «KeMC-KOHTPOoIb» 610 cny4aeB KpUITOPXU3-
Ma 1 610 KOHTPONIBHBIX NALMEHTOB B IIEPUOJ, C ANIPEA
2016 r. 10 oKkTA6pD 2021 T. TOKa3anyu MpeHaTaIbHOE BO3-
HeiiCTBMe 9K30T€HHOIO NIPOrecTepOHa Ha BEPOSTHOCTD
KPUIITOPXM3Ma Y HOBOPOXXAeHHBbIX gerelt (aOR = 1,85;
95% OV = 1,42-2,40; p < .001) 1 9acTOTY KecapeBa cedJe-
Hus (B3aumopeiicTsue p = 0,001). Otmevasncs 6ornee BbI-
COKMIT ypOBEHb IIpeKeBpeMeHHBIX poyoB (13,8 mpoTus
7,3 %; p = 0,018) n Hu3Kmit Bec mpu poxxaennn (17,5 mpo-
tuB 9,9 %; p = 0,014). Bospact marepeit O6bl1 comocTa-
BuM B rpynmnax (p = 0,409) [28]. MiccnegoBaHme rumo-
criagum BeLABUIO cooTHouenne maucos (OP) 3,7 (95 %
IV, 2,3-6,0) y 6epeMeHHBIX >KEHIIVH C BO3[eCTBIEM
mporecTuHa [29].

BBepenne nporectepoHa 6epeMeHHOI YBeTN4IN/IO KOH-
LeHTPpal IO IPOTeCTepOHa y MY>XXCKIX, HO He )KeHCKUX
IJIOJOB, a TaK>Ke YBENIMYEHHYIO LHUPKYynAnuio 11-me-
TUAPOKOPTUKOCTEPOHA Y MY>KCKUX IITIOROB. BBemenne
IIporecTepOHa Ha PaHHNX CPOKax 6epeMeHHOCTI MaTepy
M3MEHMTO GYHKINIO IUIodu3a ¥ ANYeK IJIOfia Y CaMIIOB
oser [30].

MccnenoBanns nokasanm, 4TO CTEpPONUIOTEHe3 He Cle-
AyeT pacCMaTpPMBATh MCKIOUYNTEIbHO C TOYKY 3PEHIUS



roransl. Ha camoM gmerme KoHTponb AuddepeHunpoBKn
MOYETeHNTATbHOTO TPAKTa IVIOfA Ye/TOBeKa 3aBMCUT
He TOJIbKO OT TOHA/Ja/IbHBIX CTEPONIOB, HO U OT CTIOXKHO-
TO B3aMIMOJIEVICTBIA MEX/[y TOHAJHBIMY ¥ HeTOHA/THBIMM
TKaHAMN. AHa/lIN3 CTEPONIOTEHHOTO MeXaHM3Ma U I0-
HUMaHIe JeUINTOB pa3BUTKSA YeJI0BeKa O3BOMNIIN
clienIaTh BBIBOJI, YTO IUIAllEHTAa UTPaeT KII0YEeBYIO POJb
B MY>KeCTBEHM3ALMI MY>KCKOTO Topa [31].

A. Katalinic et al. (2024) cgenanu BbIBOJ, 4TO HECMO-
TPs Ha KPyIHbIe KJIMHNYECKME VCIIBITAHUA U MeTaaHa-
NM3bI, He IOKAa3bIBAOIINE CBA3Y MEXAY IpUMeHeHIeM
AMpOTrecTepoHa BO BpeMs 6epeMEeHHOCTY U BPOXK/eH-
HBIMJ AHOMa/IMAMMN, HEKOTOpPbIe HeJaBHO OTO3BaHHBIE
My6IMKaLMU IPEJII0NaraloT CBA3b C TEPATOT€HHOCTBIO.
IunporecTepoH Tak)Ke 4aCcTO CUMTAETCA MeHee 6e30-
IACHBIM, YeM OMOMIEeHTUYHbIe IPOreCTUHBL. JJaHHBII
CUCTeMaTU4eCcKuit 0630p U MeTaaHaNINU3 JAlOT MaKCU-
MaJ/IbHO BO3MOXXHOE IIOATBEP)K/IeHNe KaK IS KIMHNUIIN-
CTOB, TaK ¥ /I IALIVIEHTOB B TOM, YTO JUAPOreCTepPOH
He T00aB/IseT PeleBaHTHOTO JOIOTHUTEIbHOTO PUCKA
BPOXXJ€HHBIX aHOMa/INI BBIIIE OXXUAEMOI /I BCEX
IpPOTrecTOreHOB VMaM (PaKTOPOB OKPY KaoIlell Cpembl
U reHeTuKuM [32].

B skcriepuMeHTaxX Ha )KMBOTHBIX ITIOKAa3aHO ITATOT€HeTH-
JecKoe BO3/IeJICTBIIE IIPOreCTepPOHa Ha pa3BUTIIE HEPBHOII
CHUICTEMBI TOJIOBHOTO MO3Ta, MUIIEHAMY IPOrecTepoHa
ABJIAIOTCS HEOKOPTEKC, TUIIIOKAMII, TUIIOTANaMYC U IPY-
Ve OTHe/Nbl MO3ra. Bo3meiicTBIe Ha HUX IIPOrecTepoHa
HPOSAB/IAETCSA, B YaCTHOCTY, HEMPOIPOTEKTOPHBIM 3(-
dexrom [33].

[TporectepoH Kak HEKOTOpPbIE APyTUe CTEPOUMIbI CUH-
Te3NpyeTcs HelpOHaMU M B Iy (HeIPOCTepOnUHOE
IeiiCTBUeE) HEPBHOI cucTeMOll. Bce dpepmeHTHI, He0OXO-
AVIMBIe J/IS1 IIPeBpalleHN s X0NMeCTepPIHA B IIPETrHEHO/OH,
a 3aTeM B IIPOTeCTEPOH, TAK>Ke IMPOKO PaCIPOCTPAHEHBI
B TO/IOBHOM MO3Te. AJIIONIPETHOHO/IOH SBJIAETCA CAMbIM
Ba)KHBIM JI/I1 HOPMA/IbHOM (PYHKI[U LIeHTPaIbHO HEePB-
noit cucremst (ITHC) [34].

B HeoHaTa/IbHOM BO3pacTe HOKa3aHO Oe3 IMaTOreHeTH-
4eCKOT0 000CHOBAHI, YTO IIPOTE€CTEPOH y GepeMeHHbIX
crioco6cTByeT 60ree HU3KMM 3HAYEHN M PeCIPATOPHOTO
AUCTPeCcc-CUH/IPOMA, CETICICA, THEBMOHNIY, PETUHOIIATIN
Y MICKYCCTBEHHOJ BEeHTW/IALVN JIETKNX, 110 CPAaBHEHNIO
C JAaHHBIMI B IIOITY/IALIVIA

B 12 panpoMusupoBaHHBIX UCCIENOBaHUAX C 1557
y4acTHUKaMM, 13 KOTOpbIx 888 (57,3 %) 6b1M paHIOMU-
3MPOBAHBI 110 IIPOBOAVMOIL TePANINY MPOTECTEPOHOM.
HoBoposxeHHbIe B IpyIIIIe IporecTepoHa numenu 6omnee
HU3KUI PUCK PeCIMPATOPHOTO ANCTPeCcc-CUHPOMa OT-
Horrenye prcka (OP 0,61 [95 % moBepuTenbHbBII UHTEPBA
(an), 0,43-0,87], p < 0,01), cencuca (OP 0,51 [95% [,
0,27-0,96], p = 0,039), mreBmonum (OP 0,29 [95% 11,
0,11-0,74], p < 0,01), perunomnarun (OP, 0,38 [95% 1111,
0,17-0,83], p = 0,015) u norpe6HOCTM B BeHTMIsAuMK (OP,
0,65 [95 % 111, 0,46-0,91], p = 0,012) [35].

B KOHLIEHTpaLMAX, IPUCYTCTBYOIUX B ITyIIOBMHHON
KPOBH, 9CTPAfAXOT U IIPOTeCTEPOH 00aa0T TaKOI >Ke

ApxuB negmatpuu u geTckoit xupyprun Ne4 [3] 2025 ropa

MOIIBIO, KaK U I'MJPOKOPTU3OH, /151 MHTMOMPOBaHNUS
HPOAYKINY IUTOKMHOB MOHOHYK/I€APHBIMM K/I€TKaMI
IyIOBMHHON KpoBU 1 MoHouutamu (in vitro). Tpeby-
I0TCSA MICC/IeJOBAaHNA BIMAHNUSA FeCTallIOHHOTO BO3pacTa
Ha BOCIPUMMYMBOCTD KJIETOK BPOXXJEHHOTO MIMMYHN-
TeTa HOBOPOXK/J€HHBIX K 9CTPAAVONY U MIPOTeCTEPOHY.
BbIcOKMIT ypOBEHb 3CTPaAyo/Ia I IPOreCTepOHa B KPOBM
MO>KeT CIIOCOOCTBOBATh OTHOCUTEIBHOMY MMMYHOAeU-
LIUTY ¥ TOBBIIIEHHO BOCIPUMMYMNBOCTU K MHPEKIUY,
Hab/TI0fjaeMOol Y HOBOPOX/IEHHBIX [36)].

[IporecTepoH ABIAETCA HENPONPOTEKTUBHBIM Cpefi-
CTBOM, YTO OTPa’XE€HO B OOJIBIINMHCTBE HEOHATA/TbHBIX
MICCTIeIOBAHMIT HA )KMBOTHBIX C T'MIOKCUYECKU-NIIEMU-
4ecKuM nopakeHreM. OTHAKO MOTYT ObITb BaXKHBIE I10-
I0BBIe pasnnuns. be3onacHOCTh 0OBACHSIOT MHTUOUTOP-
HbiMy TAMK-sprudeckumm TokaMy, BCTpEYaIOLMIMICS
Y HOBOPOXK/IEHHBIX YCU/INMBAS 3aIIUTY KI€TOK TOIOBHOTO
MO3Ta IIpU HEOHATAJIbHOM MIIEeMIYEeCKOM IOPa’KeHUN

LTHC [37].

IIporecrepoHn u maKTanusa

YpoBeHDb mporecTepoHa B CBIBOPOTKE KPOBU IO POJOB
MMeeT IOJIOKNUTEIBHYI0 CBA3b C IOC/IEPOROBBIM IIPOU3-
BOZICTBOM MOJIOKA, IIOCKOJIBKY CIIOCOOCTBYIOT IPOJIN-
depanyy snuTeNNA MOTOYHOI >Kejie3bl 1 MOpgOreHe3y
IIPOTOKOB BO BpeMsi OepeMeHHOCTH, a TaK>Ke O/IOKMpyeT
JTAKTOTeHe3 B aHTEHATA/IbHBIN MEPUOJ 13-3a MOJaBIIe-
HUA IPO/JTaKTVHA U INTIOKOKOPTUKOMOHBIX PELEINITOPOB
B TKaHM MOJIOYHOI1 >Xeje3bl. IIporecTepoH mOpaBsieT
CUHTe3 O-TaKTa/bOyMIMHa, Ka3eMHa U JIAKTO3bl, TeM Ca-
MBIM MHI'MOMPYS HadasIo TaKToreHesa. [locie poxeHns
IJIALIeHTHl KOHIIEHTPALWs IIPOrecTepoHa OBICTPO CHU-
xaetcs. CHIDKeHNe YPOBHS IIPOrecTepoHa I0C/Ie POfIOB
3aITyCKaeT CUTHA/TN3ALMIO IIPOTTAKTYHOBBIX PEeLlelITOPOB
yepe3 STATS5, KoTOpble HEOOXOLUMBI [/Isi OOMIBHOTO
IIPOM3BOACTBA MOIOKa [38, 39].

Bo BpemsA maKTanyy IporecTepoH, HAKOIIEHHDIN B XKI-
POBOII TKaHU, TAK)Ke MOXKET BBIJIEIATHCA Yepes IPYAHOe
MOJIOKO 671arofiapsi BBICOKOI CKJIOHHOCTY K MOJIOYHOMY
)KI/IPY, 4qTo 6]:)1)'[0 OOKAa3aHO B ICCIIEJOBAaHNAX HA prHHbIX
SKMBOTHBIX (40, 41].

3akaoueHne

Takum 06pas3om, NCCIeTOBAHNS B OCHOBHOM ITOCBSIIIIEHBI
YCIIEIIHOMY IIPMMEHEHNIO IperapaToB IMpOrecTepoHa
HPI/I IIAaTOJIOTMYECCKUX COCTOAHUMAX OJIA HpOHOHI‘I/IpOBa-
HUA 6epeMeHHOCTH. IIpOTHBOPEYNBOCTD U HEZOCTATOY-
HOCTb Haqube OaHHBIX 06 OCO6CHHOCT}IX COCTOAHUA
3IOpOBbsI HOBOPOXK/JEHHBIX IIPY IIPOIOHTMPOBaHUM Oe-
PEMEHHOCTM MaTepy IperapataMiu HPOrecTepPOHa, UX
agalTalVMOHHbIX pCBepBax B paHHI/H/UI HeOHaTaHbeII/UI I1e-
PMOZ, OTCYTCTBUE MOAXOM0B K IPOTHO3MPOBAHMUIO POp-
MUPOBAHUsI MATOMOTMYECKUX COCTOSHUIL ONPefesioT
aKTyaHbHOCTb HaHHOﬁ[ TEMbI, I B HaCTOAIECE BPCMH
COXpaHsIeTCsl BBICOKAasi HEOOXOAUMOCTD B JajIbHeIIeM
M3Y4YeHUV BIVMSAHMS NPENapaToB MPOrecTepoOHa Ha 37[0-
POBbe ITOTOMCTBA Y€/TOBEKa.
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