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O6paweHue K yutarensam

Fny6oKkoyBaXkaemble KoJieru, poporue apysba!

CoBceM CKOpPO Mbl NPOBOAMM C BaMu cTapbin, 2024-i 1 ¢ pagocTblo 6yaemM BCTpe-
YyaTb HOBbIW, 2025 rog! Ho noKa ewe He HaKpbIT Npas3gHUYHbIA CTON U HE 3aXKIUCb
HOBOrOAHWE OTFOHbKM Ha €eJIKe, eCTb BPEMS OMSHYTbCHA Ha3aj M BCMOMHUTb BCE
TO Xopoluee, YTO caenaHo, 06CyanTb NMnaHbl Ha Byayliee, a MOXET, U 3arajaTtb YTO-TO
COBCEM OCOBGEHHOE. ..

3aBepuwatolmmcs rog 6bl1 CNOXKHbLIM, HO NPOAYKTUBHbIM! Mbl BMecTe nucanu
KIIMHWUYECKNE PEKOMEHAALMN U OCBauBanu Mx, NNaHMpPOBaanN U BbIMOMHANN OYEHb
BaXXHble, BO MHOIOM MPOPbIBHbIE HAaYy4YHble UCCAEAOBaHUSA M TPAHCAMPOBANU WX
B KJIMHWYECKYIO MPAKTUKY, a rMaBHOE — Mbl IEYMAN AeTeN M MOMOranan UX CEMbAM
06pecTn 340POBbE U AyLIEBHOE CNOKOMCTBMKE!

Bonbluve nobeabl BCcerga cKaaabiBaloTC U3 MaseHbKMUX, @ KaXAbli BblieYeH-
HbIM pebeHOoK, Kaxkaas ynblbKa MaMbl, Kaxkgoe c/loBo 61arogapHocTu, o6palleHHoe K negmartpy, — 3TO U eCTb TO, paau
4yero Mbl C BaMu XMBEM M paboTaeM, yumMmcs y KopudeeB 1 B6MpaeM BECb NyHLIMI ONbIT CTapLUMX MOKONEHWUI HAcTaB-
HWKOB, YYMM MOJIOAEKb U MEPeAaemM MM CBOM 3HaHUS, a elle NPOAOCIKAEM AeNUTbCS NYyHLUMU NPaKTUKaMu ¢ 3apybex-
HbIMW KONIeraMmn 1 IEMOHCTPUPYEM UM HECOMHEHHbIE NMPEeNMYLLECTBA Hallen OTEYECTBEHHOW CUCTEMbI OpraHM3auum
neaMaTpUYeCcKomn MOMOLLM AEeTSM U NOATOTOBKU AETCKMX Bpayen.

MycTb HOBbIM rof MPUHECET HaLWMM CEMbSIM 340POBbE U 6aaronofly4yme, pafoCTHbIM AETCKUIA CMEX U peannusauuio
CaMblX rPaHAMO3HbIX NJAHOB, HOBbIE CMENble UAEU U UX HEMPEMEHHOE BonoLlleHue!

C HoBbIM rogom, apy3bs! C HoBbIM cHacTbeM!

C yBaXKeHuewm,

rnaBHbI pefaKTop XKypHana, akagemuk PAH, npodeccop, 3acnyXeHHbli geatesib Hayku PO,
3aBepyowan Kadpeapon pakynbTreTcKon neguarpum UHCTUTYTa MaTepUHCTBA U ieTCTBa
®raoy BO PHUMY um. H.U. NMuporosa Muusgpasa Poccum (MuporoBcKuin YHUBEpPCUTET),
pykoBoautenb HUU negmnatpum u oxpaHbl 340POBbS AeTEHN

HKL N°2 ®IrbHY «PHLUX um. akag. b.B. MeTpoBCcKoro»,

coBeTHUK BO3, uneH 6opo Ucnonkoma MexayHapoaHOHW neguaTtpuuyecKon accoumnaumm,
nacTt-npe3ugeHT EBponeiickon neguarpuyeckon accoumnauuu (EPA/UNEPSA),

no4eTHbi npodeccop YHuBepcuteta Poaxa (Utanusa),

noYeTHbIN YieH neauaTpudyecKkoro pakynbreta KoponescKkoro Konneaxa repanestos UpnaHaumn
JNleiina CeiimypoBHa Hama3oBa-bapaHoBa

Dear colleagues and friends!

Very soon we will be spending the old 2024 with you and we will be happy to welcome the new year 2025! But until
the festive table is set and the New Year lights on the tree are lit, there is time to look back and remember all the good
things that have been done, discuss plans for the future, and maybe make a wish for something very special...

The year ending has been difficult, but productive! Together we wrote clinical guidelines and mastered them,
planned and carried out very important, in many ways breakthrough scientific research and translated them into
clinical practice, and most importantly — we treated children and helped their families to find health and peace of mind!

Big victories always come from small ones, and every cured child, every mom’s smile, every word of gratitude
addressed to the pediatrician is what we live and work for, learn from luminaries and absorb all the best experiences
of older generations of mentors, teach young people and pass on our knowledge to them, and more — we continue
to share best practices with foreign colleagues and demonstrate to them the undoubted advantages of our domestic
system of organizing pediatric care for children and training pediatricians.

May the New Year bring health and well-being to our families, joyful children’s laughter and the realization of the
most ambitious plans, new bold ideas and their indispensable embodiment!

Happy New Year, friends! With New Happiness!

Sincerely Yours,

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

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

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

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

Honorary professor of University of Foggia (Italy),

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

Leyla Namazova-Baranova
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Y.W. Awpadoa, A.M. Mamegbsapos, E.K. KapmasuHa, 0.A. KnoukoBa, 0.C. KynpusiHoBa

HUW negnatpum n oxpaxbl 3aopoBba aeten HKLL N°2 ®IBHY «PHLUX um. akaa. B.B. MNeTpoBcKoro»,
MockBa, Poccuiickas ®enepauus

AbDbEeKTUBHOCTb NPUMEHEHUSA

py4yHoro TpeHa)epa HandTutor

M CTaOUIOMEeTPUYEeCKOro nocTtypajabHOro
KOHTpPO/NA C Ucnonb3oBaHuem mertopja
OGUO/IOrM4YEeCKOU OOpaTHOMU CBA3U Y iETEMN
AOLWIKOJIbHOIO U MaJLllero WKo/NbHOrro
BOo3pacTa C uepeopanbHbIM Nnapaany4om

ABTOp, OTBETCTBEHHbIN 3@ NEePEnucKy:

AwpadoBa Ynbausi LLlaxuHoBHa, MAaAWKUI Hay4YHbIM COTPYAHUK OTAeNa pa3paboTKW Hay4HbIX MOAXOLOB K BEAEHUIO JETEN C ABUTATENbHBIMU
HapyweHusmn HUW negmnatpumn u oxpaHbl 3g0poBbs getei HKL Ne2 dIrEHY «PHLUX um. akaa. b.B. NetpoBckoro» MuHoGpHayku Poccuu
Appec: 119333, Mocksa, yn. dotneBon, a. 10, cTp. 1., Ten.: +7 (968) 492-44-56, e-mail: doc.ashrafova@gmail.com

O6ocHoBaHMe. B HacTosLee BpeMs MexaHoTeparnus LMPOKO NPUMEHSIETCS] B peabuantaymm npenumyLecTBeHHO B3pocC-
JIbIX NaymMeHToB U MoAPOCTKOB. BO3MOMKHOCTU NPUMEHEHMS 3TOW METOAUKMK y AeTen paHHEero, AOLWKOILHOro U Maajluero
LIKOJIbHOrO BO3pacTa OrpaHUyYeHHbl BCAeACTBME MUHUMAaJIbHOM MpeAcTaB/AeHHOCTH Crelunain3npoBaHHbIX arnapartos.
Lenb nccnepgoBaHmns — oLeHKa 3PPEKTUBHOCTMU KOMITIEKCHOM peabuinTaLMoOHHOM NMporpamMmMsl C BKJIIOYEHUEM PYyYHOIo
TpeHaxepa HandTutor n cTabuIOMETPUYECKOro MOCTYpPasbHOr0 KOHTPOJISI C UCM0/Ib30BaHUEM MeToda 6MO0rM4ecKom
06paTHoON CBA3U y AeTeN [OLKOIbHOIO M MAAALIEro LWKOJbHOro BO3pacTa, CTpajalolumx JeTCKMM LepebpasbHbIM napa-
an4om (AUrM). MaTepuanbl 1 meToabl. [1og HabnogeHnem Haxoananck 40 geten B Bo3pacTe oT 3 4o 7 JIeT ¢ AMarHo3om
AUl v aBuratesibHbIMU HapyLlieHUsIMU. IPPEKTUBHOCTb MPOBEAEHHON NMPOrpaMmMbl OLEeHUBanach ¢ MNPUMEHEHUEM LUKa
M JaHHbIX annapaTtHbiX namepeHui (HandTutor, «<AM6MOTPOH»). Pe3ynbtatbl. COr/iacHO rOHUMOMETPUYECKUM U3MEHEHM-
AM M JaHHbIM Mo LWKase wWwBopTa, nocjie peabuantaymm naymeHTbl JEMOHCTPUPYIOT JOCTOBEPHO BGO/bLIYIO aMNaNTyRY
ABUKEHMH, Yem Ao neveHus (p < 0,05). CTaTucTnyeCcKu 3Ha4MMo yaydLIUIMCh NoKasaTe i rniolaam UeHTpa AaB/IeHUs U ero
KonebaHus B BUAeE yny4duieHuns yctonuymBoctu (p < 0,01), pucyHKa BEPTHUKaAbHOM N03bl, X0A4b6bl M MOCTYPaIbHOr0 KOHTPOJIS
B LiesioM. 3aKatoyeHune. [locne nevyeHuns y nayneHToB Haboaaancb 3aMEeTHOE CHUXEHUE CTENEHM MbIlLeYHOM crnacTmy-
HOCTH MOpPaKeHHOWM KOHEYHOCTH, YBEJTIMYEHUE MbILLIEYHON CUJIbI, YYHLIEHNE MEJTKOU M KPYMHOW MOTOPUKU PYK, MaHyalb-
HbIX HaBbIKOB. TaKUM 06pa30M, pe3y/ibTaTbl UCCAEA0BaHUS JEMOHCTPUPYIOT BbICOKYIO 3(pPEKTUBHOCTH BUOMEXaHUYECKMX
MeTofoB Bo3aencTBus, a umeHHo HandTutor n «AMGIMOTPOH», HA ABUraTesbHyl0 cepy naumeHTOB C BblparKeHHbIMU
MOTOPHbLIMWU HapyLIEHUAMM.

KnioyeBble cnoBa: po60TU3MpPOBaHHas MexaHoTepanus, JeTcKas peabuantaLus, JETCKUI LepebpalibHbIi napaimnd, cna-
CTUYHOCTb, ABUraTesibHble HapylLleHUs

Ans untupoBaHnsa: Awpadosa Y.LI., Mamegbsipos A.M., KapmasuHa E.K., Knoykosa O.A., KynpuaHosa 0.C. Sddek-
TUBHOCTb NMPUMEHEHMS Py4HOro TpeHaxepa HandTutor u cTabnnoMeTpuyecKoro NocTypanbHOro KOHTPOASA € UCMO/b30Ba-
HWeM meToaa 6MoNOrM4ecKon o6paTHOM CBA3K y AeTel AOLWKONbHOMO U MAajLWero WKOobHOro Bo3pacTa ¢ LepebpanbHbiM
napanuyom. Meguatpuyeckas papmarxosorns. 2024;21(6):481-491. doi: https://doi.org/10.15690/pf.v21i6.2839

OBOCHOBAHME

CerogHs mexaHoTepanus ABASeTCS O4HUM M3 BaXHbIX
HanpaBfieHMin B peabunuTaumm, B OCHOBY KOTOPOro 3aso-
YKEHO BbIMNONHEHWE JO3MPOBAHHbIX YIPaXKHEHMM (B OCHOB-
HOM 4151 OTAENbHbIX CErMEHTOB KOHEYHOCTEW), coBepLuae-
MbIX C MOMOLLbIO CneunanbHbiX MEAULMHCKMUX annapaTos,
obneryawoumx ABUKEHUS WM, HAOBOPOT, Tpebylolmx
[OMONMHUTENbHbIX YCUIUK 419 UX OCYyLLeCTBEHNUS [1].

BO3MOXHOCTN COBPEMEHHOM peabunutaLmm paclumpm-
NMcb Gnarogapsa NosiBNEHMIO le4ebHbIX TpeHaXkepoBs [2].

3a nocnegHee gecAtuneTMe MNOAyvYeH 3HaAYUTENbHbIN
06beM [OKa3aTenbCTB, MNOATBEPXKAAWMNX IPPEKTUB-
HOCTb peabunuTauMOHHbIX BO3AENCTBUIA C MCMNONb30Ba-

HMEM POGOTU3MPOBAHHOW MexaHoTepanuu Yy MOAPOCTKOB
[3, 4], ogHaKo KparHe mano nybénuKauun O NpPUMEHEHWUH
[IaHHON METOAMKM y AETEWN PAHHErO M AOLWKONBHOIO BO3pac-
Ta. B 10 )Xe BpeMsi MMEHHO MaKCUMMaslbHO paHHee BMella-
TENbCTBO MOBLIWAET WAHChl B PELIEHWN BaXHOW MeAMKO-

coumanbHOM nNpobnemMbl — OCywWecTBAEHUU IDDEKTUBHOM
abunutaumn u peabunutauumm geten € ABUratesbHbIMU
HapyLLEHUAMMW.

HecoMHEHHO, K/o4YeBbIM MOMEHTOM CNYXUT npoBeje-
HMWE aKTMBHOW ABUraTeIbHOM U KOTHUTUBHOM peabunmTaLmnm
[5]. OBHOBPEMEHHO C 3TMM CyLECTBYIOT CEPbE3HbIE PA3HO-
rnacus rno noBoAy OTHOCUTENbHON 3DPEKTUBHOCTU pasnny-
HbIX MOAXOAOB K BOCCT@HOB/IEHWMIO HAPYLWEHHbIX QYHKLWA.

PEDIATRIC PHARMACOLOGY. 2024;21(6)
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OPUTMHAJNIbHASA CTATbA

Bo BcemM Mupe HenpepbiBHO NPOBOAATCH MCCNefoBaHMS,
nocBsiLEeHHblE NPUMEHEHNIO MeTo4a BUONOrnyecKkom obpar-
Hot cBs3u (BOC) B 0651aCTH BOCCTAHOBUTENIbHON MEAULMHBI,
4TO FOBOPWUT O 3HAYNUMOCTHU MeToAa [B].

Mcnonb3oBaHne BOC, B 4yacTHOCTM B [ETCKOM peabu-
nuTaumm, uMeeT ocobylo aKTyaslbHOCTb B Halwe Bpems [7].
Mpn coBepleHnn MOBTOPSIOLMXCS ABUraTe/bHbIX aKTOB
C MCNONb30BaHWEM 3pPUTENbHOM M 3BYKOBOW MHOOPMaLmK
0 COBEPLIEHUU [ABUKEHUS B pPEXMME peanbHOro BpeMeHU
nNpyY NOMOLLM KOMMNbIOTEPHBIX UIP pPebeHOK nony4aeT BO3-
MOHOCTb CO3HaTeNlbHO KOPPEeKTUpoBaTb BbINOJHAEMOE
nencteue [7].

BoNbWKMHCTBO aBTOPOB OTMeYaloT LLenecoo6pa3HoCTb
ncnonb3oBaHua BOC-mMeToANK B KOMMNIEKCHON peabunuTa-
UMW NaLMEHTOB C OCTPbIM HapylleHMeM MO3roBOro KpoBo-
obpateHusa [8-10].

Ona KoppeKuuu aBurateNibHbiX QYHKUMW PYK AeTen
C eTCKMM uepebpanbHbiM napanuyom (ALIM) paspaboTtaH
uenbin psag po60oTU3MPOBaHHbIX YCTPONCTB. O4MH U3 TaKux
annapaTtoB ¢ BOC — py4Hoi TpeHaxep HandTutor, npea-
Ha3Ha4YeHHbIM ANA OLEHKU COXPaHHOCTU U Pa3BMUTUSA CEH-
COPHbIX, MOTOPHbIX M KOTHUTUBHbIX PYHKLMI. Annapat npu-
MeHSAeTCs 4N191 BOCCTAaHOBNEHUSA QYHKLMIA KUCTU M NanbLeB,
HapyLeHHbIX BCAEACTBME pPa3fIMyHbIX HEBPONOrMYECKUX
3abosieBaHum.

B nepuatpuyeckon npakTuke wucnonb3loBaHue BOC-
Tepanuu 9BASETCH NPUOPUTETHBIM HanpaBneHWeM BOCCTa-
HOBWUTENbHOW MEAMLMHbI, KOTOpas NO3BONSET €CTECTBEH-
HblM, 6€3MeAnKaMeHTO3HbIM CMOoco60M ONTUMM3MPOBATb
N CKOpPPEKTUPOBaTb HapyleHHble duanonornyeckne GyHk-
UMW NauneHTa.

Takum o6pas3oMm, Hay4yHoe ob6oCHOBaHWe M pa3paboT-
Ka nepcoHann3nMpoBaHHbIX anropuTMOB C NMPUMEHEHWEM
mMexaHoTepanuuM B KOMMJEKCHOM peabunuTaunn aetem-
WHBaNMAOB AOWKOJABHOIO M MAafWwero LWKOMbHOro BO3-
pacTta ¢ 3agepKon GopmMMpPOBaHMS MOTOPHbLIX HaBbIKOB
W ABUraTeNbHbIMW HapyLEeHUaIMU ABASETCS aKTyalbHOM
TeMOW.

Llenb uccnegoBaHua

OueHnTb 3PPOEKTUBHOCTb KOMMIEKCHON peabunutauu-
OHHOWM MpOrpaMmbl C BKJOYEHMEM PYYHOro TpeHa)kepa
HandTutor n cTabunomeTpuyecKoro NnocTypanbHOro KOHTPO-
N9 ¢ ucnosib3oBaHneM Metoga bOC y getel fOLWKONbHOrO
M MNafLLero WKoAbHOro so3pacta ¢ AUM.

MATEPUANbLI U METOAbI

B cTatbe npeactaBnieHbl NPOMEXKYTOUYHbIE pe3ynbTaTbl
Hay4HO-UCCneaoBaTeNbCKOM paboTbl «Pa3paboTKa TexHo-
JIOTUM MPUMEHEHUS POBOTU3UMPOBAHHOW MexaHoTepanuu
y OeTer-UHBaNMAOB AOLWKONBHOIO WM MJaAWero LKOAbHO-
ro Bo3pacTa ans GopMMpPOBaHMA MPaBUIbHOTO MaTTepHa
camMmocTosATeNbHbIX ABMKeHnN. FURG-2023-0076», BbINOMHSA-
emown B HUN negnatpum n oxpaHbl 3q0poBbs geten HKL, N°2
®IBHY «PHLX um. akaa. B.B. MNeTpoBcKoro».

An3aiH uccnepoBaHua

BbinoONHEHO MNpOCMNEKTUBHOE HabnogatenbHOEe uccre-
noBaHune 40 pgeten, M3 Kotopbix 54% (n = 22) cocTaBnanu
Manbyiuku, 46% (n = 18) — [OEeBOYKM, C ABUraTeSibHbIMU
HapylweHuamu co cneaylowmnmm dopmamu AUM: 1-9 rpyn-
na — co cnacTuyeckomn gunnerunen (87,5%; n = 35), 2-a rpyn-
na — co cnactTuyeckomn remunnernen (7,5%; n = 3), 3-a rpyn-
na — CO CNacTUKO-rMnepKnHeTnyeckom popmon (5%; n = 2).

CpenHuni BO3pacT naumeHToB coctaBmn 5,6 + 1,88 roaa.

[ocnuTanusaums ocyllecTBnsnach B OTAe/leHUe AETCKOM
ncuxoHesponornn HUW neguatpun n oxpaHbl 340POBbS
neten HKL, N22 ®IrbHY «PHLIX um. akag. b.B. MeTpoBcKoro»,
rae netam npoBOAMIOCHL BOCCTAaHOBUTENbHOE JieyeHune
B TeyeHune 10 gHen.

Bce nauueHTbl, BKIOYEHHbIE B UCC/ie0BaHne, Haxoau-
SIMCb NoA HAGMIOAEHNEM MYALTUANCLUUMIMHAPHOW KOMaHAbI,
coCcTosiBLIEN W3 rneauaTpa, HeBposora, opToneaa, Bpadya
neye6Hom dusnyeckom KynbTypbl (JIOK) n dusmnotepanesTa,
aKTMBHO B3avMOAENCTBOBABLUMX MeXAy CO60M C NepBblx
[HEeW 1 [0 3aBepLIeHns Kypca peabunutauun. JnnMTenbHOCTb
Kaygon npoueaypbl coctaBnsna okono 30 MUH, Anvrtenb-

Ulviya Sh. Ashrafova, Ayaz M. Mamedyarov, Elena K. Karmazina, Olga A. Klochkova, Olga S. Kuprianova

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

Moscow, Russian Federation

The Effectiveness of Using the HandTutor Hand Simulator
and Stabilometric Postural Control Using the Biofeedback Tear
in Preschool and Primary School Children with Cerebral Palsy

Background. Currently, mechanotherapy is widely used in the rehabilitation of mainly adult patients and adolescents. The
possibilities of using this technique in children of early, preschool and primary school age are limited due to the minimal presence
of specialized devices. The aim of the study is the assessment of the effectiveness of a comprehensive rehabilitation program
with the inclusion of a HandTutor hand simulator and stabilometrical postural control using the biofeedback method in preschool
and primary school age children suffering from infantile cerebral palsy (ICP). Materials and methods. 40 children aged 3 to
7 years with motor disorders with a diagnosis of ICP were under observation. The effectiveness of the program was evaluated
using scales and hardware measurement data (HandTutor, “Amblyotron”). Results. According to goniometric changes and data
on the Ashworth scale, after rehabilitation, patients demonstrate a greater range of movements than before treatment (p < 0.05).
The indicators of the area of the pressure center and its fluctuations have significantly improved in the form of improved stability
(p £0.01), the pattern of vertical posture, walking and postural control in general. Conclusion. After treatment, patients showed
a marked decrease in the degree of muscle spasticity of the affected limb, an increase in muscle strength, an improvement in fine
and large hand motor skills, and manual skills. Thus, the results of the study demonstrate the high effectiveness of biomechanical
methods of influence, namely HandTutor and “Amblyotron”, on the motor sphere of patients with severe motor disorders.
Keywords: robotic mechanotherapy, children’s rehabilitation, infantile cerebral palsy, spasticity, motor disorders

For citation: Ashrafova Ulviya Sh., Mamedyarov Ayaz M., Karmazina Elena K., Klochkova Olga A., Kuprianova Olga S. The
Effectiveness of Using the HandTutor Hand Simulator and Stabilometric Postural Control Using the Biofeedback Tear in Preschool
and Primary School Children with Cerebral Palsy. Pediatricheskaya farmakologiya — Pediatric pharmacology. 2024;21(6):481—

491. (In Russ). doi: https://doi.org/10.15690/pf.v21i6.2839



HOCTb Kypca — 10 gHel. B 1-# geHb Bpayu OLEHWBaANM
peabunMTauMoHHbIM NOTEHUMan nauneHTa, a Ha 10-e cyT —
3bdEKTUBHOCTb peabunmTauunmn, MCnonb3ys COBPEMEHHbIE
WKanbl, TeCTbl, AaHHble annapaTHO-NPOrpaMMHoro obecne-
YeHus, NO3BONSAOWNE OLEHUTb UBMEHEHUST BUOMEXaHWNYe-
CKMX MOKa3zaTesien 1 nokasaresien paboTocnoco6HOCTH TON
WY MHOW FPYyNMbl MblLULL.

Y BCex NauMeHTOB BbLISICHANM aHaMHe3, OLEeHWBau
OCHOBHblE aHTPOMOMETPUYECKME MOoKaldaTenn (pocT, Mac-
ca), NMPOBOAMNCH HEBPONOrMYECKUA M OpPTONEAUYECKUM
ocMOTp. Ha ocHOBaHMM MapaMeTpoB NauMeHTa OcCyulecT-
BASIIN BbIOGOP MHAMBMAYAJbHbIX PEabUANTALUMOHHBIX MEPO-
NPUATUI: MexaHoTepanuio, KUMHEe3NoTeENNnMpoBaHue, Kop-
PEKLMIO HapyweHun aBuratenibHon QYHKUMM NPU NMOMOLLM
BOC (HandTutor, <AMGAMOTPOH», TPEAMMI), OOLLINIA MaccaX,
neyebHyo GU3KYNbTYPY C MPUMEHEHMEM NACCUBHbBIX YNpax-
HEHWWM C MHCTPYyKTOpoM JI®K no uHAMBMAYaNbHOW MNpPO-
rpaMme, KOPpPEKLUMIO HapyweHus ABuratefibHon (yHKLMK
C MCNONb30BaHNEM KOMMNbIOTEPHbIX TEXHONOrnKM (HandTutor),
CyXMe WMMMEPCUOHHble BaHHbl (KpoBaTb «CaTypH»), anek-
Tpodope3 cuHycouaanbHbIMU MOLYNMPOBAHHLIMU TOKaMM
(CMT-dopes; 2 nons).

Kputepuu coorBeTCcTBUS
B uccnegoBaHue 6b1n1n BKAOYEHbl 40 NaLMEHTOB.
Kputepun BKaoYyeHus:

e aunarHos AuM;

e Bo3pacT ot 3 neT 1 mec ao 7 net 11 megc;

° Halun4yue ABuraTefibHblX HapyweHun ypoBHs |-l cornac-
HO Knaccudukaumm Gross Motor Function Classification
System (GMFCS) [11].

Kputepun HeBKaoYeHus:

® HaJuyue NPOTMBOMOKA3aHMM K NpoBeAeHUIO peabunu-
Taumu;

° Halunyue Taxenblx gedpopmMaL i KOHEYHOCTEN (KOHTpaK-
Typbl, BbIBUXKU 6egpa);

°  Ta)enas uHTenneKkTyanbHas He4oCTaTOYHOCTb.
Kputepumn ucknioyeHums:

® Ccepbe3Hble HexenatenbHble ABAeHWUa Ha poHe peabu-
nMTauum;

® OTKas nauueHTa u/Wnn ero 3aKoHHOro npeacTaBuTENs
OT NPOBOAMMOW Tepanuu.

YuuTbiBas KIMHUYECKYIO KapTuHy aeten ¢ AUMN B Buge
CHWXXEHHbIX MHTENIEKTYasIbHbIX CMOCOBHOCTEN WU TSXKENbIX

Ta6nuua 1. MoanduumpoBaHHas WKana cnacTM4HOCTH dwBopTa
Table 1. Modified Ashworth Scale

ABWUraTesibHbIX HapyleHW, B TOM YUCNE C KOCTHO-CyCTaB-
HbIMU UBMEHEHUAMU U HEBO3MOXXHOCTbIO BbIMOJIHEHUA TOIO
W MHOTO YNpa*KHeHus, B paboTy Oblin BKIOYEHbI UHTEN-
JIEKTyaNlbHO COXpaHHble [eTH, CNoCcOOHble nepeaBuratbcs
B NpoCTpaHcTBe 6€3 Win ¢ MUHUMaJibHOW NOAAEPHKKON.

MeToabl OLLEHKHU LieNieBbIX NOKa3aTenen

OLEHKY MbIlEeYHOro TOHyca NPOBOANAN C MPUMEHEHUEM
MOAMPULIMPOBAHHOM LWKanbl AWBOpPTA. JaHHbIN TECT LULMPOKO
Mcnonb3yeTcs NS onpegeneHms cnacTM4HOCTU Y NauneHToB
C uepebpanbHbIMK NapannyaMuv U APYrMMU COCTOSHUSIMM,
COMPOBOXAAKWNMMUCA MOBbILEHNEM MbILLEYHOrO TOHYCa
[12, 13]. MoanduumpoBaHHasa LWKana dwsopTa (Tabn. 1)
BK/tOYaeT cneayowue rpagaumum: 0, 1, 1+, 2, 3 1 4 (OUEHKY
OCYLLECTBASAOT COOTBETCTBEHHO B 6annax o1 O — «Mbllwey-
HbIM TOHYC HE MOBbILWEH» A0 4 — «[TopaXKEHHbIN(e) cerMeHT(bl)
HEeNnoABUKHbI MPU crMbaHumM Unn pasrnbaHumnr»). YkasaHHas
CUCTEMA OLEHOK MOMET NpeAcTaBisfTb HEKOTOPYHD CIOXK-
HOCTb, TaK KaK 3HayeHune «1+» 3aTpyAHWUTENbHO MHTEPNpe-
TMpOBaTb, 0COBGEHHO MPY aHaNM3e AaHHbIX. ABTOPbI LWKanbl
NO3ULIMOHMUPYIOT LWKany KaK nopsaakoByto [12], u, TakuMm
06pa3om, BblpaxKEHHOCTb CUMMTOMATUKK Kaxaow nocneay-
lolWen rpagaumm Bo3pactaeT MMHENHO, MO3TOMY rpajauus
«14+» MOXeT OblTb 3aKoAuMpoBaHa Kak «1,5», 4To no3sonaer
NOJIHOCTbIO PELNTb KaKkue-nmbo TPyaAHOCTM Mpu aHanuse
pe3ynbTaTos [13].

OueHKa o6bema ABUKEHUI B CyCcTaBax OCyLLeCTBASNACh
C MOMOLLbIO FOHMOMETPUKU. MeTon faeT npeacTaBneHue
He TONbKO M HE CTO/IbKO O NPOCTPAHCTBEHHOM COOTHOLWEHUMU
KOCTHbIX CTPYKTYP, CKOIbKO O BOBJIEYEHMM Pa3NYHbIX Fpynn
MbILWL, B OrpaHnyeHne NoABMKHOCTU Pas/iMyHbIX CErMEHTOB
Tena, opmMupoBaHNe NaToNOrMYeCKon No3bl U ABUraTeNb-
HOro CTEPEeOTHNa, a TaKKe 0 CTENEHU UCTUHHOW CNaCTUYHO-
CTU. BblpaXKE€HHOCTb UCTUHHOM CNACTUHHOCTM OMpPEeAensioT,
cpaBHMBas 06beM [ABUXKEHWHW, COBepLIaeMblX BO Bpems
NacCMBHOIO ABWMKEHUS, MPU MeAIEHHOM U BbICTPOM TECTH-
pOBaHMM.

[OHMOMETPUSA BEPXHUX KOHEYHOCTEW oLeHnBanach
npuv NPMMEHEHUU PYyYHOro TpeHaxepa HandTutor.

[na oueHKN cTaTU4YecKom GyHKLMKU (CMOCOBHOCTb yaep-
MBaTb T€N0 B MPOCTPAHCTBE) C LeNblo onpeaeneHuns Kade-
CTBEHHOMO M KONMYECTBEHHOr0 aHanM3a OCHOBHbIX MO30-
METPUYECKUX NapaMeTpPoB (CUMMETPUYHOCTb ABMUKEHUS,
cuna, KoopAuHauus, aHTMuMnauuMs, paBHOBECHE) MCNOSb-
30Banacb 6anaHcoas ctabunonnatdopma (<AMOAUOTPOH»).

CteneHb OonucaHue

0 MbILWeYHbIV TOHYC HE MOBbILEH

1 Hes3HaynTenbHoe NoBbILWEHWE TOHYCa MbIWLL, XapaKTepuayloleecs Hanmymem cumnTomMa “catch” unn MUHUManbHbIM
COMPOTMBNEHNEM B KOHLLE 06beMa ABUKEHMS, NPU CrnbaHnUn Unn pa3rnbaHmum cermeHTa KOHEYHOCTH

1+ He3HaynTenbHOe NoBbILWEHWE TOHYCa MbILWLL, XapaKTepuayloleecs Hanmymem cumnTomMa “catch” u cneayowmm 3a HUM
MWHUMaNbHbIM CONPOTUB/IEHMEM Ha MPOTAXKEHUM MeHee YeM 1/2 o6beMa ABUKEHUS

5 Bonee 3HauynTeNbHOE yBENMYEHMEM TOHYCA MbILIL, NPAKTUYECKU BO BCEM 06BbEME [BUKEHUS, HO ABUXKEHWE NPOU3BOANTCS
[lOCTaTO4HO Nerko

3 3HauuTeNbHOE yBEIMYEHME MbILUEYHOTO TOHYCA, NAacCUBHbIE ABUKEHUS 3aTPYAHEHbI

4 [MopaKeHHble CErMEHTbl KOHEYHOCTU PUTUAOHbBI MPU CTMBaHUKN U pa3rnbaHumn

lMpumeyaHume. <*> “catch” — deHomeH «cxBaTbiBaHMA»: BHE3aNHas OCTaHOBKa ABUXXEHWSA B CyCcTaBe, BO3HUKatoLWwas npu 6bICTPOM pacTsaxe-
HUW MblLWLbI BCNEACTBME NATONOrMYECKOro pacTopMaxKmnBaHusa paboTbl pediieKca «Ha pacTaKeHUe».

Note. <*> “catch” phenomenon — a sudden stop of movement in a joint that occurs when a muscle is rapidly stretched due to pathological

disinhibition of the work of the “stretch” reflex.
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CtabunomeTpus (KOMMbloTepHas nocTyporpadus, nocty-
panbHas AMarHOCTMKa) — OAMH M3 METOLOB AMarHOCTWMKM
N TPEHUPOBKMU GYHKLMK paBHoBecus ¢ BOC.

0OCo6€eHHOCTH BUOMEXAHNYECKMX XapaKTEPUCTUK XOA4bObI
M YCTOMYMBOCTU (NOMOXKEHWE Tena B NPOCTPaHCTBE) BEPTH-
KaNbHOM NO3bl BO BpeMs X0A4b0bl OLeHNBANNUCh C MOMOLLLIO
nogorpadun, a AN OLEHKU HapyweHns Xoab0bbl MCNONb30-
Banacb LWKana HabnoaeHNs MOXOAKMH.

Mogorpadumyeckoe obcnegoBaHme BKOYaET B ce65 Bpe-
MEHHbI€ M NPOCTPAHCTBEHHbIE MapaMeTpbl Wara: B uccneno-
BaHWW aHaNM3WPOBaNu ANWHY Liara, WUPKHY Wara, Bpems
0nopbl Ha O4HY HOTY, BPEMS MEpPEHOCca HOMM BO BpeMs Lwaro-
BOro ABMWXeHus. B Hawem uccnegoBaHum UCNoib30Banach
KoMMbloTepHas nogorpacdusa, BCTpOeHHass B annapatHo-
nporpammMHbii Komnaekc (AMK) Tpeamuna. OueHKa noka-
3aTenen nposoanMnacb ¢ NOMOLLbIO BCTPOEHHbIX B MOAOTHO
TpeamMuna cneuunanbHbiX TEH30A4ATYMKOB (LaTYMKKM AaBhe-
HUSA).

TakXe aHanuM3npoBanuMcb GUOMEXaHWYecKne napame-
TPbl MOXOAKM NO TPAEKTOPUSAM NPOEKLUMW LUMKNA AaBNEHUSA
Ka)XAOW KOHEYHOCTM — MO M306parKeHUsM, BblAaHHbIM
AMK B cneunanbHoMm pexume «battepodnai» (puc. 1). Takue
JaHHble nogorpadum npeactaBnaT cobon nM3obparxKeHus,
rae XupHas TMHUS NOKa3blBaeT CPELHIOID TPAEKTOPMIO NPO-
€KUMKU LIeHTpa AaBfeHus, a CBEeT/ble MHUM — WHAWBUAY-
anbHble LUMKNbl X04b6bl. [laHHble pe3ynsTaToB peanuayoTcs
B BMJE KPUBbIX A5 KaXA0M HOMM, a TaKXKe B BUAE CyMMap-
HOW Pe3yNnbTUpYIOLLEN LMKIUYECKON JIMHUM BEKTOPOB AaB-
neHns B Buae «6aboyku».

llIkana  KAWHMYECKOro  HabnwaeHus NOXOA4KM
(Observational Gait Scale; OGS) (Ta6n. 2) — 0AWH U3 WMPOKO
NPUMEHSEMbIX BapMaHTOB BM3yasibHOro aHann3a ans naum-
eHToB ¢ AL [14]. Ucnonb3oBaHKe JaHHOro TecTa npeanona-
raet Bugeosanuchb (B CTaHAAPTHbIX KIMHUYECKMX YCI0BUSX,
6e3 cneunanMampoBaHHoOM nabopaTopmm) Xoabbbl NaumeHTa
C nocnegylolen oLeHKOM napaMeTpoB ABWMKEHUS B MNpO-
CcTpaHcTBE. MaKCcUMabHbIM BO3MOXHbIM 6ani Ans Kaxaoun
KOHEYHOCTM MO WKane coctaBnsger 22. Kcnonb3oBaHue
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AaHHOIo TeCTa No3BONAET aKUEHTMPOBaTb BHUMaHWE Bpa4a
Ha K/o4YeBbIX NapamMeTpax HapylweHUa NOXOAKK, a TaKiKe
KOJINYECTBEHHO OLLeHUTb pe3ynbTaTbl U 3OGPEKTUBHOCTb
peabuaMTaLMOHHOIO IeYeHus.

CTaTUCTUYECKUIA aHaNuU3

MonyyeHHble B X04e WCCNEeAOBaHWA AaHHble npoaHa-
IM3NPOBaHbl C MCMNONb30BaHMEM METOA0B onucaTesbHOM
CTaTUCTMKK. N5 06paboTKM AaHHbIX UCNOAb30BaNCa NakeT
nporpamm Microsoft Office Excel (CLLUA). laHHble npeacTas-
NeHbl B BUAe cpeaHero (M) v cTaHZapTHOro OTK/OHEHMUS
(SD). Ans cpaBHWUTENBHOIO aHan13a UCMNoNb30BaH KpUTEPUI
CTblogeHTa gns NonapHo CBA3aHHbIX BbIGOPOK ANS OLEHKHK
3PPEKTUBHOCTHU NMPOBOAMMON peabunutauum B AMHAMUKE.
3HadeHne p < 0,05 paccmaTpmMBanoChb Kak CTaTUCTUYECKHU
3Ha4Yumoe.

PE3YJIbTATbI

Mo pe3ynbtatam npoBeaeHHOM peabunntaunm Ha doHe
TPEHUPOBOK y Bcex nauneHToB (100%, n = 40) Nno AgaHHbIM
rOHMOMETPUM OTMEYanoch yBenmyeHne obbemMa aBUKEHUN
B KPYMHbIX CycTaBax KOHEYHOCTEN — NOKTEBbLIX (Tabn. 3),
nyyesansicTHbix (Tabn. 4), TaszobeapeHHbix (Tabn. 5),
KOJIEHHbIX (Tabn. 6) M roneHocTonHbIX (Tabn. 7). Mo wkKa-
ne dweopTta y 90% nauneHToB ¢ 3 6Gannamu A0 Havana
Tepanuu nocne peabunutaunn oTMe4anochb yayyleHue
nokasaTenen B BUAE YMEHbWEHWS NATONOTMYECKOro
MbILLEYHOrO TOHYCa KOHEYHOCTEN CO CHMKeHuem undp
fo 50%. AlnHaMWMKa U3MeHeHus cocTaBuia yaydleHue
B 1,8 pasa.

Taknum o6pa3oM, MOXHO chenatb BbiBOo4 06 yBenunye-
HUW aMMAUTYAbl ABUXEHWN B JIOKTEBbIX, Nly4e3ansicTHbIX,
Ta306epeHHbIX, KOMIEHHbIX M TONEHOCTOMHbIX CycTaBax
Ha ¢dOoHe NpPOBELEHHOro MOMHOrO Kypca peabunuTauuu.
MMPOLEHT CHUXKEHUSA 0BLWen aMNAnTyabl ABUKEHMS B cycTa-
Bax CTATUCTMYECKM [OCTOBEPHO OTAMYancs A0 W nocne
peabunutauunun. Tak, Ha MOMEHT o6cnegoBaHuMs A0 HavYana
nevyeHuns aeduumnT obwen amnanTyabl ABMKEHUA B rone-

0,16 0,33 0,49 0,65 0,82

Mepemewenune LA no ocu X (m)

Puc. 1. KpuBasi 340p0BOro yefnoBeKa
lMpumeyanune. U — ueHTp aaBneHus.

Fig. 1. Healthy person tracing
Note. COP (LL4) — center of pressure.



Ta6nuua 2. LLlkana KnnHMyeckoro Ha6noaeHuns noxogku (OGS)
Table 2. Observational Gait Scale (OGS)

MapameTp oleHKU Xxoabobl OnpepeneHune NpaBas Hora | JleBas Hora
Tsxeno: > 15° 0 0
BbiparkenHo: 10-15° 1 1
“Crouch” (KoneHo corHyTo)
YmepeHHo: < 10° 2 2
MonoxeHune KoneHa B pa3 .
dasy HelTpanbHasa no3unumsa 3 3
onopbl
YMepeHHo: < 5° 2 2
PekypBauusi KoneHa BbiparkeHHo: 5-10° 1 1
Taxeno: > 10° 0 0
Manbuamu cTonbl 0 (0]
HayvanbHbIA KOHTAKT CTOMbI lepearnm 0TAEN0M CTOMbI 1 1
¢ onopon MonHoi cTonow 2 2
MNatkon 3 3
Manbubl CTONbI / N@nbLibl CTOMbI (SKBUHYC) -1 -1
MonHas cTona / paHHWM OTPbLIB NATKK 0 0
OyepeHOCTb KOHTaKTa
OTAENO0B CTOMbI C ONOPOW MonHas cTona / HET paHHEro oTpbIBa NATKU 1 1
B da3zy onopsbl
MNMepunoamnyecku: onopa Ha NATKy / NOJIHYO cTONy 2 2
MaTKa / nepeaHu oTAen cTonbl (HOPManbHbIN «NepexkaT) 3 3
KOHTaKT NATKM C OMOpow OTCYTCTBYET (DMKCUPOBAHHbIN 3KBUHYC) 0 0
PaHee 25% BpeMeHU onopbl (04EHb PaHo) 1 1
Bpems oTpbiBa NATKK
P P Mex gy 25-50% BpeMeHU onopbl (HECKONBbKO paHblue HOPMbI) 2 2
OT onopbl
B KoHLe pasbl onopsbl 3 3
HeT oTpbiBa NATKM (Na10cKas ctona, “crouch”-noxoaka) 0 0
BapycHoe 0] 0
MonoxeHue cTonbl B
OTIOMKEHME CTO basy BanbrycHoe 1 1
onopbl
HenTtpanbHoe 2 2
OTYeTUBLIN NEPEKPECT HOT 0 0
Y3Kas nnouwaab onopbl (MUHUMaIbHOE PacCTOsTHUE MEXAY KONIEHAMM) 1 1
Mnowaab onopbl
YBenuyeHHas nnouiaab onopsbl 2 2
HopmanbHas nnouwab onopsbl (Ha WUPUHE niey) 3 3
XOAYHKM (3aaHWe/nepesHune), C NOCTOPOHHEW MOMOLLbIO (0] 0
McnonbsoBaHue XoAyHKK, 6€3 MOCTOPOHHEN MOMOLLM 1 1
BCNoOMOraTenbHbIX CPEACTB
[J191 XOAbObI KocTbinu, Tpoctu 2 2
Be3 BcnomorartenbHbIX CPeACTB Ha paccTosHum 10 M 3 3
WameHenus, gocTuraemble | CTAHOBHTCH Xyxe -1 -1
C MCNONb30BaHMEM .
bes3 nameHeHumn 1 1
BCNoOMOraTenbHbIX CPEACTB
ANS X0AbObI CTaHOBWTCA Nyylle 2 2
HOCTOMHbIX CycTaBax y NaLueHToB cocTaBua 8,2° a nocne HMUTENbHbIX AWMHAMWYECKMX W3MEHEHWN npeacTaBieH

Kypca peabunurauuu 3TOT NnoKasaTteNb YAYYLKUACS U CHU-
3usca ao 6,4°.

Mo AaHHbIM MArHOCTUYECKMX UCCNENOBAHUI Ha BbILIEOD-
NMUCaHHbIX annapaTHO-NPOorpamMMHbIX KOMMAeKcax y naLueH-
TOB TaKe oTMeyvanacb MnofioxuTenbHas AMHaMUKa B Buae
YNYYIIEHUS MENKOW U KPYNHOM MOTOPUKKU. CnekTp nono-

B BWAE FOHWMOMETPUYECKMX MOKasaTenen, 3apUKCUpoBaH-
HbIXx HandTutor (puc. 2). Pe3ynbTaTbl MCCNea0BaHWA NOKa3a-
N1 6onee BblpaXKeHHY0 IMHAMKKY Mo BOCCTAHOBMIEHMIO 00b-
emMa ABUXEeHWIN B Nanbliax NpaBon KUCTKU. IATOT GpaKT MOXKeT
OblTb 06bSAACHEH TEM, 4YTO Y OONbLIMHCTBA AeTen Beayllen
PYKOI SIBNSieTC UMEHHO NnpaBasi.
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Ta6auua 3. InHamuKa nokasatenen uaMepeHus aMnanuTyabl ABUKEHWUI B IOKTEBbIX CycTaBax (yrof, °) o roHMoOMeTpumn

Table 3. Indicators dynamics for measuring the amplitude of movements in the elbow joints (angle, °) by goniometry

n o neyeHus Mocne nevyeHunna 3 p
OKa3aTte/u M + SD M+ SD Ha4YeHue

Crubarie TNesbiit 157 +2,90 160 + 1,20 0,124
(Hopma 150-160°) Mpagbiil 155 + 3,10 160 + 1,40 0,042
Paarn6aHue NeBbin 2+0,40 440,09 0,041
(Hopma 0-5°) MpaBbiit 3+1,80 4+0,08 0,279
CynuHaums NeBbin 45 + 3,60 70+ 4,35 0,053
(Hopma 90°) MpaBblit 50 + 2,80 70 + 3,30 0,024

TNesbiit 90 + 3,90 90+ 1,70 0,345
MpoHauus (Hopma 90°)

MpaBbiit 90 + 2,80 90 + 2,40 0,420

Ta6nuua 4. [InHaMvKa nokasaTenen MU3MepeHns amniInuTyabl ABUXKEHUI B Ny4e3ansacTHbIX cycTaBax (yron, °) o roHMOMeTpumn
Table 4. Indicators dynamics for measuring the amplitude of movements in the wrist joints (angle, °) by goniometry

T ErToT, [o nevyeHusn Mocne neyenus e
M+ SD M+ SD
CruGaHue Nlesbiit 80+ 0,60 80 + 0,565 0,276
(Hopma 80°) Mpasbiii 80 +0,77 80 £ 0,878 0,188
PasrGaie Nesbiit 38+346 50 + 3,34 0,070
(Hopma 70°) Mpasbiii 40+ 4,68 50 + 4,40 0,178
OTBeneHHe Nesbiit 40+2,20 451276 0,166
(Hopma 50-60°) Mpasbiii 38+1,88 45+ 1,56 0,058
MNMpuBeneHue NeBbin 20+ 2,20 30+2,34 0,045
(Hopma 30-40°) Mpasbiit 20+ 2,30 30+ 3,10 0,064

Ta6nuuya 5. [InHaMrKa nokasaTenen MU3MepeHns amnanuTyabl ABUXKEHUI B Ta306eApeHHbIX cycTaBax (yrosn, °) no roHMomMeTpuu

Table 5. Indicators dynamics for measuring the amplitude of movements in the hip joints (angle, °) by goniometry

T . Ao neyeHus Mocne nevyeHuna YTy 2
M + SD M + SD
OTBefeHme NeBbin 20+ 2,6 35+ 2,50 0,047
(Hopma 40-45°) MpaBbiit 20+ 2,98 35+ 3,23 0,098
MpuBeneHie Nesbiit 25+ 3,46 26 + 2,98 0,198
(Hopma 20-30°) MpaBblit 25 + 4,68 27 + 4,50 0,132
Crubanme NeBbiit 80 + 4,56 100 + 5,20 0,026
(Hopma 120°) MpaBbiit 83+ 2,54 102 + 4,50 0,046
PasruGanue NeBbiit 0+0,08 5+ 3,600 0,038
(Hopma 30°) Mpasblit 0+0,04 542,355 0,042
PoTaLIA KHADYKN NeBbiit 28+ 2,80 33+2,00 0,140
(Hopma 45°) Mpasblit 25 + 3,00 35+ 1,00 0,155
PoTaLA BHYTD NeBbiit 40+ 2,80 40+ 1,20 0,250
(Hopma 45°) Mpasblit 40 + 2,45 40 % 3,20 0,332

[OvHamMnKa cTaTu4yeckoro 6GanaHca nauueHTa Tak-
e 6blna NOoNOXKUTENbHON — cpeaHee 3HavyeHWe BeNnyu-
Hbl KOnebaHWW LEeHTpa AaBfieHUs (B caruTTasbHOM MNo-
CKOCTH) A0 peabunuTaumu coctaBuno 17,25 + 5,23 mwm,
nocne 10-AHEBHOro Kypca Jfie4ebHbIX MEepPOnpUaATUA —
14,06 + 7,09 mm. U3MeHeHWe cpeaHero 3HavyeHus cmelle-
HUS LEeHTpa mMacchbl Tena 3a nepuos peaébunutauuu Oblio
CTaTUCTMYECKM 3Ha4YnMbIM (p < 0,01), 4TO CBUAETENLCTBO-
Bano 06 ymeHbllEHUN BapMabenbHOCTM NepeMeLleHnin Tena

B NPOCTPAHCTBE, YKa3blBano Ha MoBbllIEHWE YCTONYMBOCTH
nauMeHToOB B BEPTUKANIbHOM MONOXEHUN U YBENTUYEHUE NNO-
@M onopbl K OKOHYaHMIO Kypca NeyveHus.

M3MeHeHns MOXOAKM NalMeHTOB, 3adpUKCUPOBAHHbLIE
no wKasne KNMHn4ecKkoro HabnoaeHus noxoaku (0GS), noka-
3a/M MONOXWUTENbHbIN [ABUraTenbHbIM NaTtTepH (puc. 3).
MpaBas 1 neBas HUKHWE KOHEYHOCTHM OLlEHMBANUCh OTAE b-
HO, cpefHee 3Ha4YeHne MaKcuMasbHOro 6anna OfHOM HUMK-
Hel KOHe4YHOCTM 10 Havana Tepanun coctaBuao 10,65 6an-



Ta6nuua 6. [InHamrKa nokasaTenen u3amepeHus aMnanTyabl ABUXKEHWI B KOJIEHHbIX cycTaBax (yros, °) Mo roHMomMeTpuu

Table 6. Indicators dynamics for measuring the amplitude of movements in the knee joints (angle, °) by goniometry

MNokazatenu [lo nevyeHus Mocne neyeHus 3uavenne P
M + SD M £ SD
Cru6anme NeBbiit 90 + 4,40 50 + 5,20 0,002
(Hopma 40-60°) Mpasbiit 95 + 4,45 50 + 4,34 0,001
PasruGanme NeBbiit 175 2,70 180 + 2,00 0,045
(Hopma 180-175°) Mpasbiit 175 + 5,00 180 + 1,00 0,056

Ta6nuua 7. lnHamrKa noKasaTenen M3mMepeHns aMnanTyabl ABUXEHUI B FOIEHOCTOMHbIX CycTaBax (yros, °) Mo roHMomMeTpuu

Table 7. Indicators dynamics for measuring the amplitude of movements in the ankle joints (angle, °) by goniometry

MNokazatenu Ao nevyeHus Mocne nevenus 3uavenne P
M +SD M = SD
Cru6aHve TbibHOE Jlesbiit 45+2,65 45+ 3,25 0,356
(Hopma 45°) Mpasbiii 45 + 4,40 45 £ 4,60 0,392
Pasrn6aHue NoAoWBEHHOe Nlesbiit 314,78 15+ 3,63 < 0,001
(Hopma 20°) MpaBblii 5+3,24 15+3.64 <0,001
CynuHaums Jlesbiit 12+ 3,62 18+ 4,46 0,024
(Hopwma 30°) Mpasbit 10 +278 17 + 2,05 0,012
MpoHauus NeBbl 20+ 4,58 20+ 4,46 0,298
(Hopma 20°) Npasblit 20+ 384 20 + 4,68 0,362

na, yeped 10 aHen — 11,69 6anna. AnHaMMKa U3MEHEeHUs
cocTtaBuna 1,04 6anna.

MonyyeHHble B xoAe nojorpadryeckoro uccnenoBa-
HWUS MoKasaTenu, npeacTaBNeHHble HUXKe (Tabn. 8), CBU-
NEeTENbCTBYIOT O CTATUCTUYECKM 3HAYUMOM YNyYlIEHUU
NOXOAKU B BW/E YBENMYEHUSA ANIMHbI Wara, YMeHbLIEHUN
BPEMEHM OMOPbI HA NPaBYyl0 M NEBYIO HOTY, YMEHbLUEHUN

paBHOBECHE M YMeHblUnNacb aCUMMETPUSA BEPTUKASIbHON
no3bl 1 Wwara.

TaKXe 3Ha4YMMOo ynyylwunncb rpaduyeckue pesynbrathl
aHanM3a MoXoAKMW MO AaHHbIM AMHaMMUM4YyecKown nogorpadpum
(puc. 4, 5).

Ha oCcHOBaHWW M3MEHEHWN B AMHAMWKE MoKalaTtenemn
TPaAeKTOPUK LieHTpa AaBJieHUs (CM. puc. 4, 5) B ABUKEHUN

WWPUHBbI Wara M 4acToThbl

waroB, TaKXe yny4ywunocb

W ynydweHuna GanaHca o v nocne peaﬁMﬂMTaLLVIVI MOXHO

Puc. 2. AHan13 gBMXKEHUIN NanbLEB Ha KaXAoMN pyKe Ha annaparte
HandTutor nepea TpeHMPOBOYHOM ceccuen

Fig. 2. Analysis of finger movements on each hand on the
HandTutor hand simulator before the training session

Puc. 3. OueHka noxofku no wkane OGS ¢ cnonb3oBaHMeM
CEHCOPHOM 6eroBoM JOPOXKKHM
Fig. 3. OGS gait assessment using a sensory treadmill
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Ta6nuua 8. InHamvka nokasaTtenew nogorpadum
Table 8. Dynamics of podogrophy indicators

Moka3atenn L LTI [MHaMuKa 3HaueHue P
pea6unutayumn pea6unautayumn
NeBas 0,319+ 0,05 0,357 £ 0,06 0,38 0,025
OnvHa wara, m
MNpaBas 0,315+ 0,05 0,336 + 0,04 0,21 0,017
LLnpuHa wara, m 0,18 + 0,03 0,16 + 0,02 0,02 0,031
NeBas 1,36 £ 0,22 1,27 £ 0,15 0,09 0,053
Bpemsi onopbl, MUH
MNpaBas 1,41 +£0,04 1,33+£0,03 0,08 0,056
AucTtaHumsa, m 153+ 1,24 164 + 1,98 18 0,012
NeBas 86,6 £ 0,42 98,7 £ 0,56 12,1 0,055
Pacnpepenexve Beca, %
MNpaBas 93,4+0,48 99,8+ 0,77 6,4 0,021
YacTtoTa waros, B MWH 81 +0,58 65,6 +0,78 15,4 0,007
0,5
0,4
0,3
g
> 02
=
Q
o
o 0,1
=
=
= 0
o
=
T
“Ei. -0,1
)
=
o -02
o
[
=
-0,3
-0,4
-0,5
-0,82 -0,65 -0,49 -0,33 -0,16 0 0,16 0,33 0,49 0,65 0,82

NMepemeweHue LA no ocu X (m)

Puc. 4. 1306pakeHne TpaeKTopuu LLeHTpa AaBneHns B pexume «battepdnain» Ha 1-i feHb peabunutaunm

lMpumeyanne. U — LeHTp AaBneHus.

Fig. 4. Image of the trajectory of the center of pressure in the “Butterfly” mode on the 1st day of rehabilitation

Note. COP (LL4) — center of pressure.

caenaTb 3aK/loyeHWe M 06 ynyyleHUU MoCcTypasbHOro
KOHTpONS.

OBCYXAEHME

[o HacTodWwero MoOMeHTa HET eAWHOro paguKanbHOro
cnocoba ne4veHusa getew ¢ ALIM, no aTon npuynHe n3y4vatotcs
BO3MOXHblEe MPEUMYLLLECTBA KOMMIEKCHbIX MPOrpaMm.

lepcoHannanpoBaHHas TEXHONOIMS NPUMEHeHUsa pobo-
TU3UPOBAHHOW MexaHOTepanuu B pasnyHbIX ee BapuaHTax
MOXET 3HA4YUTENbHO PaACLIMPUTb anropUTMbl AMArHoCcTUYe-
CKMUX U peabunuTalMOHHbIX MEPONPUATUIA, HanpaBiEHHbIX
Ha CTUMynAUMIO, NpaBuibHOE GOpPMUPOBaHWME NaTTepHa
MOTOPHbIX HABbIKOB 1 06ecnevYeHne Hannyullemn coumanmaa-
UMK AeTen OOWKONbHOro M MAaALlero WKoNbHOro Bo3pacTa
C ABUrate/bHbIMW HapylleHUAMK, B TOM YMCNe NalMeHTOB
c aun.

Mo pesynbTatam MNpPoBEAEeHHOro HaMW UccneaoBaHWs
oTMeYaeTcsl yny4ylleHne AMHaMUYECKUX MoKasaTtenen OBM-
EHUN B cycTaBax KoHeyHocTen. CornacHo pesynbtatam
nccnefoBaHus, y nauneHToB noclie Kypca peabunmtaumnoH-

HbIX MeponpuaTU Habnaanochb cyllecTtBeHHoe (p < 0,05)
yBenmyeHne 06beEMOB ABUKEHWUI B Ny4e3ansCTHbIX, IOKTe-
BbIX, TAa306€APEHHbIX, KOMEHHbIX W FOJIEHOCTOMHbIX CycTa-
BaXx.

TaK, B NpoBeAEHHOM UCCNef0oBaHUK NpoCiexnBanach
TEHAEHUMA K KOPPEeKLUWUM cTepeoTuna xoAabObl, 4TO MpO-
SBNSNOCH YNYYlIEHUEM CKOPOCTHbIX M BPEMEHHbIX MOKa-
3aTenien WaroBoro LuKna npu oueHKe no wkane OGS.
Mpn HopMe 62% OT BCen NPOAO/IKUTENBHOCTH LMKa Wwara
Ha CcTOpoHe 60/iee 3HAYUTENbHOro MOpPaXKEHUS MOXKHO
06HapyXUTb 3Ha4YMTeNbHOE COKpalleHwe nepuoaa orno-
pbl (0 40% “ MeHee) U, COOTBETCTBEHHO, BO3pacTaHue
Ha apyron ctopoHe. [pun oLeHKe gaHHbIX nogorpaduyecKo-
ro u cTabunoMeTPMUYECKOro MUccrefoBaHMi OTMeYanocb
CTAaTUCTUYECKN 3HAYMMOE yNnydlleHne MNOXOAKW B BUAE
YBENIMYEHUS [ANIMHbI Liara, YMeHbLIEHUS BPEMEHU OMNOpbI
Ha NpaBylD W NEBYIO HOTY, YMEHbLIEHWS LWWPWUHbI Wara
M 4acTOThbl LAroB, yay4ylleHUs PpaBHOBECHKS 3@ CHET YMEHb-
LIEHUS aCUMMETPUN BEPTUKASIbHOM NO3bl U Wara. K KoHuy
peabunutaumn Habnwoganacb MNONOXKUTENbHAS AWHAMMU-
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Puc. 5. N306paxeHne TpaeKTopumK LeHTpa AaBneHus B pexxume «battepdnan» Ha 10-1 feHb peabunutaumm

Mpumeyanmne. Ul — ueHTp aaBneHus.

Fig. 5. Image of the trajectory of the center of pressure in the “Butterfly” mode on the 10st day of rehabilitation

Note. COP (LL4) — center of pressure.

Ka 6GanaHca npuv BepTUKaNM3auuM 3a CYET MOBbIWEHMS
CUHXPOHU3aUMN QYHKLMUMA HUXKHUX KOHEYHOCTEM U Bonee
CUMMETPUYHOIO pacnpefeneHns Harpys3ku Ha Hux. Takum
o6pa3oM, Yy BCex MauMeHTOB Mnocjie NOKOMOTOPHOro Tpe-
HWHra nNoBbICMNACb TakK Ha3blBaeMas ynopsAo4eHHOCTb
BPEMEHHbIX XapaKTEPUCTUK LAroBoro LuKaa u npon3oLwnm
M3MEHEHUs YCTOMYMBOCTU UX BEPTUKANM3aLMM B NONOXKE-
HWUW CTOSI U B MOMEHT MOXOAKM B CTOPOHY HOpManu3auuu.

AHannM3 AMarHOCTUMYECKMX MCcnedoBaHWW Ha annapaT-
HO-MporpaMmMHoM annaparte HandTutor no3BOAMA BbISBUTb
NOSIOXKUTENbHbIE M3MEHEHUS, MPOSBASIOWMECH B yBeNMYe-
HUW aKTMBHOIO AManasoHa ABWXKEHUHN, aMNanTyabl KPUBOM
OBWXKEHUS 3ansicTbst M NanbleB, YAyylWeHUs KoopauHauuu
B CBSI3W C YBEMYEHNEM CUbl MblLL, NafbLEB, MOBbILEHNUS
TOYHOCTU ABUIKEHUN.

Pesynbtatbl NpoBeAeHHbIX 3apyberKHbIMKU Konneramu
[15, 16] 1 HawunmKn cooTevyecTBeHHMKamu [17, 18] uccneno-
BaHWW NOKa3zajn BbICOKY 3DDEKTUBHOCTb peabunutaum-
OHHOW NMporpamMMbl C UICNOMb30BAHWEM PYYHOIO TPEHaXepa
HandTutor ¢ yBenn4yeHnem Mblle4YHON CUfbl U POCTa NoKa-
3aTtenen KUCTEBOW AMHAMOMETPUU, B YACTHOCTM MpPU N0ro-
neanYyecKomn KOppEeKLIMK AeTen CTapllero AOWKONbHOIo BO3-
pacTa ¢ gu3apTtpuen [19].

CnepyeT OTMETUTb, YTO pe3ynbTaTbl MPUMEHEHUS KOM-
6UHaUMN METOAMK peabuNUTaLMOHHOIO JNie4YeHUs, BKJIO-
yawolwen OAHOBPEMEHHYIO pa3paboTKy MENKOW U KPymnHOM
MOTOPUKMU C ncrnosbloBaHnem BOC, y aeten paHHero n npea-
OOoWKoNnbHOro Bo3pacTta ¢ [ALUIM B Hay4yHOW nuTepaTtype
He nNpeacTaBfeHbl.

Taknm 06pa3oM, aHanM3 AaHHbIX 3apybexHoW u oTe-
YeCTBEHHON nnTepaTypbl NOKa3blBaeT, 4YTO B HacTosuiee
BpeMS MOBbILLAETCS MHTEPEC K NPUMEHEHMIO PO6OTU3NPO-
BaHHbIX YCTPOWUCTB B peabunutaumu geterm ¢ CUHAPOMOM
Aun [201].

BaxkHoW aBnsieTCcs BbiIBNEHHas npsmMas B3aMMOCBS3b
NCUXO3MOLIMOHAIbHOIO COCTOSIHUA pebeHKa ¢ AMHAMWKOM
Urpbl BO BpemMs peabunmTaLnoHHbIX TPEHUPOBOK. UrpoBon
NoAX0A, UCMONb30BaHHbLIA B UCCNELOBaAHUU U NepcoHanu-

3MPOBAHHON MYNbTUAUCLUUNIMHAPHOW peadbuInTauUuOHHOM
nporpamMme, MoMOXKUTENbHO MOTMBMPOBAN NaLMEHTOB AET-
CKOro BO3pacta K poboTM3MPOBaHHOMY O6yYeHuto: nep-
CMEeKTMBa yNyylleHns pesynbTaToB Mrpbl cnoco6cTBOBana
LOCTUKEHMIO ONTUMAsbHOIrO pe3ysbTaTa e4YeHums.

3AK/IIOYEHME

He cywecTByeT eAnHOro cTaHaapTa AN fedYeHus aBu-
raTenbHblX HapyweHun y aeten ¢ ALUIMN. MeTtoabl, KOTopble
06blYHO MPUMEHSAOTCS ANA UX NEeYEHUS, COCPEeaoTOYEHbI
Ha paHHUX BMeWwaTenbCTBax, MCMOAb3YIOWMUX Npenmy-
LuiecTBa HenponaacTM4HOCTU Mo3ra. Kpome Toro, asura-
TE€NbHbIN TPEHWHI, OPUEHTUPOBAHHbIN Ha KOHKPETHblE
3ajayv M BKAKYaWKUM B cebs caMono3HaHWe OKpyKa-
lolen cpeabl, NTOBTOPAOWMECS eXXeAHEBHbIE YNPaXKHEHNS
4N9 NPUOGPETEHUS U COBEPLIEHCTBOBAHNUS ABUraTeNbHbIX
HaBbIKOB M CO34aHusA 6n1aronpusaTHOM cpedbl AN MOBbI-
LWEHNUS UHTEHCUBHOCTHU M pa3HOOOpa3ns ABUKEHUN, TaKKe
HeobXxoaMM M peKoMeHAyeTCs ANs AaHHOW rpynnbl AeTeN.
BaxHOCTb nocnegHero acneKkrta O4YeBWAHaA, MOCKONbKY
neyeHune, pazpabotaHHoe B ¢dopMe Urpbl, rapaHTupyet
NPUBEPKEHHOCTb Y HEMPEPLIBHOCTb B CUJTy OCOBEHHOCTEN
JaHHOM Nonynsauuu.

0O653aTeNibHOoE BK/IIOYEHNE MEeXaHOTepPanun B KOMIMIEKC
peabunMTauMOHHbIX MEPOMNPUATUMA B HaCTOSALWMA MOMEHT
He BbI3blBaEeT COMHEHMS, TaK KaK MOXKET 3HA4YMTEIbHO NOBbI-
CUTb peabuanTaLMOHHbIR NOTEHLMAN AaXKe CaMblX MaleHb-
KWX MaLMEeHTOB M 3HAYUTENbHO PacWMpUTb ABWUraTesbHble
BO3MOHOCTH AeTen ¢ pas3IM4HON HEBPOIOrMYECKOM NaTo-
noruen.
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B npaKkTuke Bpaya anneprosora-uMMyHOsI0ra 4acTo BCTPEYAETCS KOXHbIA CUHAPOM, TpebyoLlmnin aupoepeHunasbsHon
AnarHocTukn. OaHUM M3 PeAKNX KOXHbIX 3a60/1eBaHNi y eTel IBASETCS MacTOLMTO3, KOTOPbIN 006yC/10B/1I€H M36bITOYHbLIM
HaKorMJleHUeM TYy4YHbIX KJIETOK B pasJ/iMYHbIX opraHax. Hanbosaee pacrnpocTpaHeHHON GopMoi y AeTen SABASETCS KOXKHbIN
macToumTo3. [le6ioT 3a60s1eBaHMsi BO3MOXKEH B 1l060M Bo3pacTe. [1aToOrHOMOHUYHbIM MPU3HaKOM MacToLMNTO3a CYMTaeTCs
MoN10XKUTEebHbIN cMMTOM [apbe. [TpeacTaBaeHHbIA KIMHUYECKUI ClyHai JEMOHCTPUPYET KJ1aCCUYECKYI0 KapPTUHY KOXKHOM
¢dopmbl MacTounTo3a.
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OBOCHOBAHME

MacToumto3 — muenonponudepatmsHoe 3abonesBa-
HUe, xapaKTepuayloweecs KoHanbHOM nponndepaunen
TYYHbIX KNETOK, NPMBOASALLEE K MECTHLIM MU CUCTEMHbIM
nposieneHuam [1]. Bnepsble macToumto3 onucaH B 1869 1.
J. Nettleship u W. Tay. B 1949 r. J. Ellis onucan nHdbunbtpa-
LIMIO TYYHbIX KJIETOK B OpraHax npu BCKPbITUM rOA0Banoro
pebeHKa ¢ 3Ton natonoruen [2]. 3Tnonornsa u natoreHes
MacToLMTO3a B HAcTosILLEee BPEMS M3YYeHbl HE A0 KOHLa.
B pa3Butumn Hactosiwero 3aboneBaHnsa 60nblliee 3Haye-
HME npugaeTcs pa3Hoobpas3HbiM MyTauuam B reHe KIT,
KOTOpbIM OTBeYaeT 3a AuddepeHUNPOBKY, BbIXKUBaHUE
W HaKOM/EHME TYYHbIX KNETOK B pPas/iIM4HbIX OpraHax.
MacTounTo3 MOXKET BCTpeYaTbCs Kak BO B3POCAOM, TaK
1 B AE€TCKOM Bo3pacTe [3, 4]. MNocneaHsas Knaccupukaums
3aboneBaHusl o6HoBNeHa B 2019 r. u BKoYaeT cebs [5]:

1) KOXHbI MacTOUMTO3, KOTOPbIK MpeacTaBneH Tpe-
MS BuAaMu: MaKynonanyne3HbiM, MacToLMTOMON U and-
}Y3HbIM KOXHbIM MacTOLMTO30M;

2) WHAONEHTHbIN CUCTEMHbIM MacTOLMTO3, HE CBA3aH-
HbI C reMaTONOrMYECKUMM ONYXONIAMMU;

3) CHUCTEMHbIN MaCTOLMTO3, CBA3AHHbIN C reMaTonoru-
YECKMMM 310Ka4YeCTBEHHbLIMW HOBOOGPA30BaHMAMMY;

4) TNeLnn CUCTEMHbIN MacTOLMTOS;

5) cHUCTEMHbIM MacToLMUTO3 (arpeccuBHasa popma);

6) CapKOMY TYYHbIX KNETOK;

7) NEenKo3 TYYHbIX KIETOK.

Y petert B 90% cnyvyaeB BCTpedvaeTcs KoxHas dopma
MacToLMTO3a, NPy 3TOM NoparkatoTcs BCe BO3PaCTHbIE FPym-
nbl: < 2 net — 50%, 2-15 net — 10%, a y 15% BcTpeyaeTcsH
BpOXAeHHasa natonorus [3, 4, 6].

KnnHuyeckaa KapTuHa macTouuTo3a obycnoBneHa
BbICBOGOXAEHWEM MeLMaTOPOB TYYHbIX KJIETOK M UX MECT-
HbIM WU CUCTEMHBIM AencTBUEM. KOXHbIM NaToNorM4ecKum
npoLecc npu MaxkynonanysnesHon GopmMe MOXET ObITb NMpes-
CcTaB/leH NATHaMu, 6AsLWKaMK, y3elKaMu, AMaMeTp KOTOPbIX
COCTaBASAET OT HECKONbKUX MM A0 1-2 CM, JIOKanu3oBaH,
KaK MpaBu/o, Ha KOXe TyloBMLLA M KOHe4yHocTew. Jluuo,
NajoHM M NOAOLWBbLI Nopa)katTca peako. Cneunduyeckum
CUMNTOMOM Nt06bIX GOPM MacToLUTO3a ABAAETCA CUMMNTOM
[Japbe — npu pacTMpaHuu WAW NOrnaxkuBaHWUKU MPOUCXO-
OWT AerpaHynsaumsa TYYHbIX KNETOK, Bbl3blBalowas BONAbIPb,
noKpacHeHue, 3ya 1 OTEK KOXKU. MaKynonanyne3Has ¢opma
npefctaBieHa ABYMS BapuaHTamu, a UMEHHO MOHOMOpP®-
HbIM U nonuMopdPHbIM. MOHOMOPOHBLIN BapuaHT NposB-
ngetcs HebONbWWMK OTAENbHLIMU KPAaCHO-KOPUYHEBLIMU
NAIOCKUMU NATHUCTO-Nanyne3HeIMM MOHOMOP®HbLIMU Nopa-
KEHUAMU, NPEUMYLLECTBEHHO CUMMETPUYHO pacnpeje-
NeHHbIMKU no Teny. MNMonumopdHbIM NpeacTaBneH 60nbLK-
MU KOPWUYHEBO-KPaCHbIMWU, HEOAHOPOAHLIMKU MO pa3mMepy
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1 Cc acMMMeTpUYHbIM pacnpeaenerunem [3]. B uccnegosaHue,
nposefeHHoe B peunn, 6blan BKAOYeHbl 108 nauneHToB
C MacTouuTo30M, 46 13 KoTopbiX — aeTu. 83,8% aeten cTpa-
nanu nonumMopdHbIM MacTouuTo3oMm, 13% — MOHOMOPd-
HbiM, 19,6% — conuTapHoW MacTtouuToMown. [1lebioT 3a60-
NneBaHus cpeau aeten, 3a UCKIoYeHUeM OAHOro pebeHka,
OTMeYeH B nepBble ABa roaa »u3Hu (97,8%), B TO Bpems
KaK cpefu B3pochbix 3aboneBaHune aebloTMpoBano B AeT-
CKOM BO3pacTe nulb 'y 9,7% [7].

MacTtoumtombl coctaBnatoT 10-30% KOXKHOrMO mMacTo-
LMTO3a, NPeAcTaBAAT cCO60M OAHO MM HECKONIbKO NATEH
Unu ysenkos pasmepamu 1-10 cM, KOTopble HaNnoOMWHatoT
«anefbCUHOBYIO KOPKY» U NOKaNU3yloTCA Yalle Ha TyNoBM-
we [8].

Onddy3HbIM MacTOLMTO3 BCTpeYaeTcs y AeTen pexe
n coctaBnsetr 1-3% KOXHOro macTtouutosa. KnuMHuyecku
MOXET NPoABAATLCA BynnamMu u BONAbIPAMU, KOTOPbIE MOTYT
paspblBaTbCs, OCTaBAAS 3PO3UM M KOpPKU. Kpome Toro,
ONS Hero XapakTepHO MopakeHWe BHYTPEHHUX OPraHoB.
Y neten ¢ AudPy3HbIM MacToLMTO30M cMmnTOM [lapbe cre-
[yeT NpoBepsTb C OCTOPOXKHOCTBIO, TaK Kak CUNbHOE Mexa-
HUYeCKoe pasfparkeHne cnocobHO NMPMBECTU K MacCUBHOM
JerpaHynsunn TyYHbIX KNETOK, KoTopas MOXeT MoBheYb
3a co6oW B TOM YUCNe apTepuasibHyto rMnoTeH3umto [9].

[OVNarHoCTUY4ECKUMKU KPUTEPUAMU MacCTOLMUTO3a ABNSA-
I0TCS TUMUYHOE MOPAaXKEHUE KOXM, TMCTONOrM4yecKoe noa-
TBEPKAEHUE WMHOUNBTPALMM TYYHBIMU KNeTKaMu AepMbl
1 MyTaums B reHe KIT [2]. TucTonaTonornsa xapaktepusyetcs
YBE/MYEHNEM KOMMYECTBaA TY4YHbIX K/JETOK B COCOYKOBOM
CNnoe AepMbl, YTO MOXET COMNPOBOXAATbCA OTEKOM Aep-
Mbl ¥ 303UHODUIBHON MHPUNBTPauMen. HekoTopble nccne-
[OBaTenu CYUTaloT, 4TO YpOBEHb TpUNTasbl Koppenupyet
C KOJIMYECTBOM TYYHbIX KNETOK B KOXE U TAXKECTbIO TEHEHUS
3a6oneBaHua [10]. JleyeHne KOXKHOro MacTouuTo3a ABASA-
eTCs CMMNTOMaTU4YECKMM W BKAlOYaeT B cebs usberaHve
TPUITEPOB, KOTOPbIMK MOTYT 6biTb MEXaHUYeCKUE U dU3HK-
YeCKue pasgpaxutenu, nepenagbl Temnepartypbl, UHOEK-
LMK, annepreHbl, HEKOTOpble NeKapCTBEHHble npenapa-
Tbl — HeCTepouaHble MPOTUBOBOCNANUTENbHbIE CPEACTBA,
MUOpeNaKcaHTbl, MPOTUBOKalLNEBbIE, CNOCOGCTBYOLWME
BbICBOOOXAEHWIO MEAMATOPOB TYYHbIX KNETOK, OJHAKO WX
npPUMEeHeHne He NPOTUBONOKa3aHOo. AHTUTMCTaMUHHbIE Npe-
napatbl BTOPOro NOKONEHNS U HapyKHble KOPTUKOCTEPOUADI

MOryT ObITb UCNOMIb30BaHbI A5 061eryeHuns 3yaa npu orpa-
HUYEHHbIX dopMax MacTouMTo3a. XMpypruyeckoe mncceye-
HWE MOXKET paccmMaTpmMBaTbCs NMPW CONUTAPHOM MacToLMTO-
Me. HeKOTOpbIMK y4eHbIMW JOKaldaHa pofib omanulymaba
B Jle4eHumn HacToslero 3aboneBanusa [1, 5].

KJMHUYECKUHA NPUMEP

O nauueHTe

[eBouka, 1 rog 1 mec. Co cnoB maTepu, KOXHbIM naTo-
NIOrMYyecKkMin npouecc 6ecnokout ¢ 4 mec, HeOAHOKpaT-
HO o6pallanucb K AepmMaTonory, anfiepronaory-uMmMyHono-
ry, NPOBeLEHO MCCNefoBaHWe MULLEBOW CEHCMOMAn3aumm
METOA0M MMMYHODEPMEHTHOIO aHanu3a — 4YyBCTBUTENb-
HOCTb K MULEBbIM anfiepreHaM He BblfiBiEHa, YCTaHOB-
NIEH AMarHo3 «aTonuyecku gepmatut, Ha GOHEe MECTHOM
Tepanuu KOpTUKOCTEPOMAaAMK, aHTUIMCTAaMUHHBIMKU Npena-
patamy NepBOro M BTOPOr0 MOKONEHWIM KOXHbIM NaTofio-
rmyeckmi npouecc 6e3 AMHaMuKKU. B €BA3K € OTCyTCTBMEM
abdeKTa OT NPOBOANMON Tepanun anneprosiorom-MMmMyHo-
IOrOM HanpasfieHa B MEAULMHCKYIO OpraHn3aLmio TpeTbero
YPOBHS 415 peLEHMs BONPOCa O MapLupyTu3aLummn naumeHTa
B deaepanbHbI LEeHTp. focnMTanMsanpoBaHa B oTaeneHve
annepronormm 1 UMMYHONOMMK C LieNbio YTOYHEHUS AnarHo-
3a ¥ pelleHns Bonpoca O TaKTUKE JanNbHENLero BeeH!s.

N3 aHaMHe3a W3HU U3BECTHO: pebeHoK oT 4-i Gepe-
MEHHOCTH (1-9 6epeMeHHOCTb — AeBOYKa, 12 neT, 340poBa;
2-9 6epeMeHHOCTb — MaJlbyuK, O neT, 310poB; 3-1 6epeMeH-
HOCTb — [€eBOYKa, 5 neT, 340poBa), NpoTeKkaBluen Ha GoHe
apTepuanbHoOW runepTeHsnn, 4-x poaos Ha 39-i Hep, one-
paTuBHbIM nyTeM. OueHKa no wKane APGAR — 7/8 6an-
noB. Macca Tena npu poxaeHun — 3950 r. nvHa Tena —
52 cm. K rpyau npunoxeHa cpasy. BoinucaHa Ha 6-e CyT.
Haxogunacb Ha rpygHoMm BcCKapmauBaHunm go 10 mec.
HacneacTBeHHbIM aHaMHE3 He OoTArouweH. BakuuHanbHbIN
aHaMHe3: BaKuuHauus No HauMoHanbHOMY KafeHaapto
He NpoBOAUTCSH (OTKa3 poauTenen).

dusnKanbHas AUarHoCcTUKa

®duanKanbHo o6palian Ha ce6s BHUMaHWUSA KOMHbIN
NaToNOrMYeCcKuit NpoLLece, KoTopblii 6bin NpeacTasieH nat-
Hamu, nanyjamu CBETI0-KOPMYHEBOTO LiBETa, MHOXECTBEH-
HbIMW pacyecamu, JIOKasM30BaHHbIMK Ha KOXe TynoBuLLa,
BEPXHMX M HUMKHUX KOHEYHOCTEM (CM. PWUCYHOK). CUMMTOM

PucyHoK. MHOro4mcneHHble BbiCbiNaHUs Ha KOXXe Ty/I0BuMLLA U KOHEYHOCTEN
UcTouHuK: Memnwena A.X., 2022, 2024.

Figure. Multiple lesions on the skin of the body and limbs
Source: Ibisheva A.Kh., 2022, 2024.
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E CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

dapbe — nonoxutenbHbihi. Cy6bEKTUBHO 6GECNOKOUN
BblpaeHHbIN 3y4. o ocTanbHbIM OpraHam v cuctemMam —
6e3 0COO6EeHHOCTEN.

MpeaBapuTenbHbi AUArHo3

1o COBOKYMHOCTU KIMHUKO-aHAMHECTUYECKUX AaHHbIX
6bl1 yCTAHOBMEH nNpeaBapuTeNbHbiM AMarHo3: «KoXKHbIM
MacTouMTO3: Makynonanyne3Has dopma, NoauMopodHbIn
BapuaHT.

[AMHamMuKa 1 ucxopbl

JlabopaTopHoe o6cnefoBaHWe MauUeEHTKU: B remMo-
rpaMmme, GUOXMMUYECKOM aHann3e KPoBKU BOCMANUTENbHON
aKTUBHOCTH, LMTOMEHUU, HApPYLIEHUN GENKOBO-CUHTETUYE-
CKOM QYHKLMM NeYeHn He BbIBAEHO, cucTeMa remocrtasa
6e3 0cO6eHHOCTEN, YPOBEHDb CbIBOPOTOYHbLIX UMMYHOT/106Y-
NMHOB, BUTaMuHa D Haxoawncs B npegenax pedepeHCHbIX
3HaYyeHun. AHTUTENa K asycnupanbHon HK, mruenonepok-
cupase, nNpotenHasze B MaTONOMMYECKU 3HAYUMBbIX TUTPax
O6HapyXeHbl He Obln. YPOBEHb CbIBOPOTOYHOM TpUMNTa3bl
cocTtaBun 36,10 (Hopma < 11). o AaHHbIM yNbTPa3BYKOBOIoO
nccnegoBaHMsa opraHoB GPIOLWHOM NOMOCTH, NOYEK, cepaLa
natoniorns He 3aperncTpmpoBaHa. Mo pesynstatam mopdo-
NOTMYECKOrO UCCNefoBaHUS KOXMK (MaTepuan HanpasieH
B HMWL, ArON wum. Omutpua PoraveBa) B gepme Habiio-
JaeTcs Bblpa)KeHHas MHOUABTPaLUKUS KPYNHbIMU KNeTKaMu
C 903MHOOUIBHON FPaHyIS I PHON LMTOMIa3MOM, OBOUAHbIMU
6a30bUNbHLIMKU 94paMKU C METKO3EPHUCTBIM XPOMATUHOM.
MpM MMMYHOrMCTOXMMUYECKOM MUCCNEe0BaHMK BbIsiBME-
Ha akcnpeccuss MHounbTpatom CD117. Peakuma ¢ S100
Ha CD-117 HeraTuBHa. 3aKnyeHue: mopdonornyecKas
KapTWHa MacToLmTOo3a.

Taknum 06pasom, yunTbliBas KIMHUKO-aHaMHECTUYECKHE,
NabopaToOpHO-UHCTPYMEHTaNbHbIE AAHHbIE, HaNUYMUE KOXKHO-
ro macTouuTosa y pebeHKa He Bbi3blBaio COMHEHUN.

CneuunanbHbiX METOAOB neyvyeHus gaHHoro 3abonesa-
HMS He padpaboTaHo. MHMLMMpOBaHa cMMMTOMaTUYecKas
Tepanusa aHTUrMCTaMUHHBIMK NpenapaTtaMmyv BTOPOro MoKo-
NEeHUs, HapyXHbIMWU KOPTUKOCTEPOUAAMU KOPOTKUM KYpPCOM,
Ha dOHe KOTOPOW HMBENMPOBAHbI CNefbl pacyecoB, 3y KOX-
HbIX MOKPOBOB. B HacTosiliee BpemMs pebGeHOK HaxoauTes
nog HabnwgeHnem annepronora-ummyHonora. C MoMeHTa
yCTaHOBNeHUA AuarHoda 3—4 pas3a oTMevanocb ycune-
HWE KOXHOro naTonorM4yeckoro npouecca Ha ¢oHe OPU
M OQHOKPATHOrO HapylleHWs AueTbl — Mnpuema MNpPoayKTa,
cofepxallero ructammHonméepaTopsbl. Mpu XMpypruyeckom
BMellaTeNbCTBe Mo O6Ller aHecTe3Wen HexkenaTefbHbIX
ABNEHUN He 3apeructpupoBaHo. OAHAKO OT MpoBefeHUs
BaKLUMHaLMM pOANTENM OTKA3aNUCh.

MporxHos
KoxkHaa dopma macTouuTosa uMMeeT 6aaronpusTHoe
TeYeHUe N TEHAEHLMIO K CaMONPON3BOJIbHOMY Pa3peLLlEeHKIO.

OBCYXAEHHUE

C. Meni 1 coaBT. Habnoganu 3a 53 AeTbMU C MacTOLU-
TO30M. Y Bcex geTen 6bl1a o6HapyxeHa mytauus B reHe KIT.
Y 83% (44) 13 HWUX oTMeYasica MaKynonanyne3Hblil KOXHbI
mMacToumTos, y 7,5% (4) — andPy3HbIA KOXKHbIA MAcTOLIMTO3,
y 5,7% (3) — mactouutoma. CpeaHsas NpoaoIKUTENbHOCTb
3aboneBaHua coctaBuna 12,1 roaa. MonHbIN perpecc 6bia
oTMeuyeH y 16 pgeten [11].

MHAMNCKUMKW y4eHbIMKU MpPOBELEH PETPOCMNEKTUBHLIN
aHanM3 KapT MNauMeHTOB C MNOATBEPKAEHHLIM [LETCKUM
MacToLMTO30M, MOCTYNUBLUMX B TeyeHue 11 net B oTae-
neHwe pgepmatonoruu. Bce cnydan 6biin NoATBEPIKAEHbI
rucronoruyeckn. Cpeau aHanuauvpyembix aeten y 89,4%

3aboneBaHue aeboTMpoBano Ao 2 feT, Yale BCero BcTpe-
yancs Makynonanyfne3Hbli KOXHbl MacTounTo3 — 66,7 %
(44), pexe mactoumtoma — 28,8% (19) n andody3HbIn
KOXHbIM MacToumMTo3 — 3% (2). [oN0XKUTENbHBIN CUMMITOM
[dapbe 3apernctpupoBaH y 71,2% (47) nauneHToB. Jnlb
y 42,9% (9) naumeHTOB 6bl10 3aPUKCMPOBAHO MOBbILLEHUE
ypoBHA Tpuntasbl. MyTaumns B reHe KIT obHapyxeHa y 5%
(3). Cpean cMMNTOMOB 3HAYMTENbHO NPEBaNMPOBaNu 3y —
74,2%, 601K B X1BOTe M anapea — 12,1%, pecnupaTopHble
cumnTombl — 6,1% [12].

1o MHEHWI0O HEKOTOPbIX aBTOPOB, MOBbILEHWE YPOBHS
TpunTasbl > 20 HI/MA 9BASETCH OAHUM U3 AOMONHUTENBHbIX
KpUTepueB AMarHoCTMKKU 3aboneBanus [13]. Apyrue yyeHble
CYMTAIOT, YTO €CTb KOppensaums MexAay CTeneHblo nopaxe-
HUS U YPOBHEM TPUNTa3bl B CbiIBOPOTKe [14].

Mpu  M3y4eHUU INUAEMHUONOTMYECKUX OCOBEHHO-
cTer mactoumto3a B Poccum 6bi10 nMoKasaHo, 4To y 84%
[LeTen 3aperncTpMpoBaH MaKynonanyne3dHblii MacToLMTO3,
y 10% — conuTtapHaa mactouuToma Uy 3% ageten — and-
QYy3HbIM KOXHbIM MacTouuTo3. UK 3aboneBaHus y geteun
BCTpeyancsa B nepBble 6 Mec XM3HKU (61,6%), a y B3pocC-
nbix — B 19-30 nert (47,8%). Mpn NOBTOPHOM aHKETUPOBaA-
HUKM GblNa OTMEeYeHa TeHAeHUMs K perpeccy 3aboneBaHums
y 29,4% peten [15].

AKTyanbHa BaKuuHauua p[etel C  MacTouMTO30M.
HacTosiulee 3aboneBaHue He fBASETCH NPOTMBOMOKa3a-
HMEM ANS npoBeAeHUs UMMyHM3auuu. BarKHO OTMEeTUTb,
4YTO peaKkuun rmnepyyBCTBUTENIbHOCTM Ha BaKLUMHbI Y 3TUX
LeTen nerkue u npexogsawime, 4yactora MX He oTaMyaeTcs
OT TAKOBOW B 3[10pOBOW AeTCcKoM nonynauuu [5, 16].

He meHee BaHbIM ABASETCS TO, YTO HEKOTOPbIE NeKap-
CTBEHHble npenapaTbl, HeobXxoAWMble AN aHecTe3uu
npu NpoBeAeHUN nevyebHblX MAM AMArHOCTUYECKMX Mpo-
ueayp, MOryT NPUBOAMTL K AerpaHynsiuMu TyYHbIX KIETOK.
Mccnegosatenu cuyuTaloT, 4TO TepaneBTMYECKMe BMela-
TeNbCTBa BO3MOXHbI, €CNM B aHaMHe3e HET YyBCTBUTE/bHO-
CTW K JJaHHOW rpynne neKapCTBEHHbIX NpenapaToB, O4HAKO
PEKOMEHAYIOT NPOBEAEHNE KOXKHOM NPO6bI M NOCTENEHHOE
BBeAeHuWe npenaparta [2]. [lpyrue nccnegoBaTtenn cHMTalor,
4TO NpoBeAeHMe NpeMeanKaLnm nepes obLien nim MecTHom
aHecTe3neln, npoBedeHne TEeCTUMPOBAHMS NEKapCTBEHHbIX
npenapaToB y NauMeHTOB C MacTOLMTO30M He AOoKal3anu
cBoen aQDEKTUBHOCTU B KPYMHbIX UCCNELOBAHUSX, U Tpe-
Oyl0T TONIbKO TwaTenbHoro cbopa aHamHe3da, u3beraHus
TPUIrepoB, 3aMeHbl MPOBOLMPYIOLLMX IEKApPCTBEHHbIX Mpe-
napartos [17].

3AK/TIOYEHUE

MacTounTo3 ABASETCS MaNoM3y4YeHHbIM 3a60eBaHNEM,
KOTOpO€ 3Ha4yMTeNIbHO CHUXKAeT KayecTBO XW3HW NauueH-
TOB ¥ TpebyeT OCBEAOMJIEHHOCTU MPAaKTUKYIOWMUX Bpayen.
KoxkHasi popma MacTouuTo3a MmeeT Ao6poKavyecTBEHHOE
TeYeHWe M CKJIOHHA K CaMOMpPOM3BOJIbHOMY pa3peLleHuio.
MepcneKTUBHLIMU ABNSIOTCA M3YYEHWE MaTOreHEeTUYECKUX
acneKkToB 3a60/eBaHMA WM paclinpeHne TepaneBTUHECKUX
BO3MOXHOCTEN.

WHOOPMUPOBAHHOE COIJIACHUE

OT 3aKOHHbIX MpeAcTaBuTeNner NauMeHTKM MNoSlyYyeHo
MHDOPMMpPOBaAHHOE JOOGPOBO/LHOE cornacue Ha nybnuKa-
LMo pe3ynbTatoB ee 06cneoBaHus, NeYeHns n NnpeaocTas-
NeHHbIX doTorpaduii (cornacue nonyyeHo 30.08.2024).

INFORMED CONSENT

Patients’ legal representatives have signed written
informed voluntary consent on publication of diagnosis
and treatment results and provided photos (signed on
30.08.2024).



BKJIAA ABTOPOB

AX. NbrweBa — KAUMHMKO-AMArHocTuyeckoe obcnegoBa-
HWe, aHann3 Noay4eHHoM MHPOPMaLIMK, MOUCKOBO-aHaNUTUYe-
CKas paboTa AN HanncaHus PYKOMWCK, HarnMcaHue PyKOonucu.

M.P. WWaxrepneBa — aHanu3 noay4eHHon MHbopmaumuu,
NMOMCKOBO-aHanMTU4YecKas paboTa AMg HanncaHus PyKOMnucu.

J1.B-M. [xabpaunoBa — KJIWHWKO-OMArHOCTUYECKOE
obcnenoBaHue, aHanna Noy4eHHoOW HPopmaLmu.

J1.C. YcnaHoBa — aHanu3 noflydeHHoOW WHbOopMaumK,
NMOWMCKOBO-aHanMTU4YecKas paboTa AMg HanncaHus PyKOMnucu.

A.B. XunbamxapoeBa — aHanu3a nosy4eHHon nHdopmauum,
NMOMCKOBO-aHaNNTUYecKan paboTa AN HanncaHUs PyKOMWCH.

K.A.-P. T[eTaeBa — nabopaTtopHoe o6cnenoBaHue, aHa-
U3 NoNy4eHHOW MHDOPMaLMK.

AUTHORS’ CONTRIBUTION

Aset Kh. Ibisheva — clinical diagnostic examination,
received data analysis, search and analytical work for
manuscript writing, manuscript writing.

Madina R. Shakhgireeva — received data analysis,
search and analytical work for manuscript writing.

Linda V.-M. Dzhabrailova — clinical diagnostic
examination, received data analysis.

CIMUCOK JINTEPATYPbI / REFERENCES

1. Ahmed A, Jan A. Mastocytoma. In: StatPearls [Internet]. Treasure
Island (FL): StatPearls Publishing; 2023.

2. Castells M, Metcalfe DD, Escribano L. Diagnosis and treatment
of cutaneous mastocytosis in children: practical recommendations.
Am J Clin Dermatol. 2011;12(4):259-270. doi: https://doi.
org/10.2165,/11588890-000000000-00000

3. Hartmann K, Escribano L, Grattan C, et al. Cutaneous
manifestations in patients with mastocytosis: Consensus report of
the European Competence Network on Mastocytosis; the American
Academy of Allergy, Asthma & Immunology; and the European
Academy of Allergology and Clinical Immunology. J Allergy Clin
Immunol. 2016;137(1):35-45. doi: https://doi.org/10.1016/j.
jaci.2015.08.034

4. Arber DA, Orazi A, Hasserjian RP, et al. International Consensus
Classification of Myeloid Neoplasms and Acute Leukemias: integrating
morphologic, clinical, and genomic data. Blood. 2022;140(11):1200—
1228. doi: https://doi.org/10.1182/blood.2022015850

5. Swarnkar B, Sarkar R. Childhood Cutaneous Mastocytosis:
Revisited. Indian J Dermatol. 2023;68(1):121. doi: https://doi.
org/10.4103/ijd.ijd_264_22

6. Markeson C, Metkowski A, Huang S, et al. Unusual presentation
of maculopapular cutaneous mastocytosis in an infant with skin
of color. JAAD Case Rep. 2023;38:105-107. doi: https://doi.
org/10.1016/j.jdcr.2023.02.025

7. Fokoloros C, Xepapadaki P, Papadavid E, et al. Mastocytosis
in the Skin: Disease Heterogeneity among Children and Adults.
Acta Derm Venereol. 2023;103:adv00845. doi: https://doi.
org/10.2340/actadv.v103.4461

8. tugowska-Umer H, Czarny J, Rydz A, et al. Current Challenges
in the Diagnosis of Pediatric Cutaneous Mastocytosis. Diaghostics
(Basel). 2023;13(23):3583. doi: https://doi.org/10.3390/
diagnostics13233583

9. Rydz A, Lange M, tugowska-Umer H, et al. Diffuse Cutaneous
Mastocytosis: A Current Understanding of a Rare Disease. Int J Mol
Sci. 2024;25(3):1401. doi: https://doi.org/10.3390/ijms25031401

WH®OPMALIUA Ob ABTOPAX / ABOUT THE AUTHORS

Linda S. Uspanova — received data analysis, search and
analytical work for manuscript writing.

Asya B. Khildikharoeva — received data analysis, search
and analytical work for manuscript writing.

Kamila A.-R. Getaeva — laboratory study, received data
analysis.

UCTOYHUK ®UHAHCHUPOBAHUA
OTCcyTCTBYET.

FINANCING SOURCE

Not specified.

PACKPbLITUE UHTEPECOB

ABTOpPbI CTaTbW MOATBEPAWIM OTCYTCTBME KOHGDNMKTA
WHTEPEeCcoB, 0 KOTOPOM HEOBXOAMMO COOBLMUTD.

DISCLOSURE OF INTEREST

Not declared.

ORCID
A.X. UGnweBa
https://orcid.org/0000-0003-4732-4515

10. Brockow K, Akin C, Huber M, et al. Levels of mast-cell growth
factors in plasma and in suction skin blister fluid in adults with
mastocytosis: correlation with dermal mast-cell numbers and
mast-cell tryptase. J Allergy Clin Immunol. 2002;109(1):82-88.
doi: https://doi.org/10.1067/mai.2002.120524
11. Meni C, Georgin-Lavialle S, Le Saché de Peufeilhoux L, et
al. Paediatric mastocytosis: long-term follow-up of 53 patients
with whole sequencing of KIT. A prospective study. Br J Dermatol.
2018;179(4):925-932. doi: https://doi.org/10.1111 /bjd.16795
12. Sathishkumar D, Balasundaram A, Mathew SM, et al.
Clinicopathological Profile of Childhood Onset Cutaneous
Mastocytosis from a Tertiary Care Center in South India. Indian
Dermatol Online J. 2021;12(5):706-713. doi: https://doi.
org/10.4103/idoj.ID0J_924_20
13. Sperr WR, Jordan JH, Fiegl M, et al. Serum tryptase levels
in patients with mastocytosis: correlation with mast cell burden
and implication for defining the category of disease. Int Arch
Allergy Immunol. 2002;128(2):136-141. doi: https://doi.
org/10.1159/000059404
14. Lange M, Niedoszytko M, Renke J, et al. Clinical aspects of
paediatric mastocytosis: a review of 101 cases. J Eur Acad Dermatol
Venereol. 2013;27(1):97-102. doi: https://doi.org/10.1111/
j.1468-3083.2011.04365.x
15. NMoTtaneHko B.l., CkoptokoBa K.A. MacTtouuto3 y peten
B3pocnbiX. Pesynbrathl aHann3a POCCUMMCKOW rpynnbl NauueH-
T0B // KnuHuyeckas natopuaunonornsi. — 2017. — T. 23. — N2 3. —
C. 54-60. [Potapenko VG, Skoryukova KA. Children’s and adults’
mastocytosis: results of the analysis of the Russian patients group.
Clinical pathophysiology. 2017;23(3):54-60. (In Russ).]
16. Nemat K, Abraham S. Cutaneous mastocytosis in childhood.
Allergol Select. 2022;6:1-10. doi: https://doi.org/10.5414/
ALX02304E
17. Mori F, Crisafulli G, Bianchi A, et al. Drugs and Vaccines
Hypersensitivity in Children with Mastocytosis. J Clin Med.
2022;11(11):3153. doi: https://doi.org/10.3390/jcm11113153
Cratbs noctynuna: 12.09.2024, npuHaATa K nevartu: 16.12.2024
The article was submitted 12.09.2024, accepted for publication 16.12.2024

HNonweBa Acet XamugoBHa [Aset Kh. Ibisheva, MD]; appec: 364028, r. [po3HbIn, yn. bucyntaHoBa, 4. 101 [address:
101, Bisultanova Str., Grozny, 364028, Russian Federation]; Tene¢oH: +7 (928) 129-16-13; e-mail: ibisheval8@mail.ru

LWaxrupeeBa MaguHa PycnaHoBHa [Madina R. Shakhgireeva, MD]; eLibrary SPIN: 2483-0744; e-mail: zlata-28@mail.ru

Axa6pamnoBa J/innga Baxa-MypagoBHa [Linda V.-M. Dzhabrailova, MD]; e-mail: djabrailova.linda@mail.ru

XunbanxapoeBa Acs barayanHoBHa [Asya B. Khildikharoeva, MD]; e-mail: asya.khildikharoeva@mai.ru

YcnaHoBa JInHaa CynuiimaHoBHa [Linda S. Uspanova, MD]; e-mail: linda.uspanova96@mail.ru

FeraeBa Kamunna A6gyn-PaxutoBHa [Kamila A.-R. Getaeva, MD]; e-mail: kamila.getaeva.93@mai.ru

PEDIATRIC PHARMACOLOGY. 2024;21(6)

NEAUWATPUYECKAA ®PAPMAKONIOIUA / 2024 / TOM 21 / N2 6



E CLINICAL CASE

KJIUHUYECKUU CNTYHAHU
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XpoHUu4yecKasa cnoHTaHHad
KpanuBHULLA Nocjie nepeHeceHHOU
HOBOW KOPOHaBUPYCHOU UHDEKLUMU:
K/NIMHUYEeCKuUue cnyvyau

ABTOp, OTBETCTBEHHbII 3a NEPENMUCKY:
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O6ocHoBaHue. HeapeKTUBHOCTb TPAAMLMOHHBLIX METOAOB JIeYEHUS XPOHMYECKON CHOHTaHHOM KpanuBHuubl (XCK)
CYLECTBEHHO CHU}aET Ka4yeCcTBO KM3HN NnaymeHToB. [JaHHble 0 pacrnpocTpaHeHHoCcTH 1 TeyeHun XCK y geten, Tpurrepom
KOTOPOM MOC/yXuna HoBasi KOpoHaBupycHasi MHOEKUNS, BeCbMa OrpaHuyeHHbl. OnucaHue KIMHHUYEeCKOro ciy4as.
ABTOpamu MpuBEAEHO TPU KIMHMYECKUX ciydas feblota XCK rnocne nepeHeceHHON HOBOKM KOPOHaBUPYCHOM UHGEKLMH,
OLleHeHbl 0COBEHHOCTH TEYEHUS M IPOEKTUBHOCTb TAPreTHon Tepanmn. 3akadeHune. TeyeHne XCK, Tpurrepom Kotopon
MOXKeT 6biTb SARS-CoV-2, umeeT cBOM 0COBEHHOCTH M TpebyeT npoBeAeHns 60/1ee KPYIHbIX NCCAe[0BaHUI ¢ U3y4eHnem
KJMHUKO-1a60paToOpHbIX OCOBEHHOCTEN, @ TakXe UMMYHOI0rM4eCKUX MEXaHU3MOB, Jlexallux B OCHOBe 3ab0J/ieBaHus,
C BbISIBJIEHUEM BMOMapPKEPOB, yKa3blBaloLMX Ha TAKECTb, TeYeHMe U MPOrHo3 3a60/1eBaHMs.

Knr4eBbie cnoBa: XxpoHU4YeCcKasl CoHTaHHas kpanuBHuua, SARS-CoV-2, netn, omannsymab

Ana untnpoBaHus: Nouwesa A.X., Laxrupeesa M.P., [xabpaunosa J1.B.-M., XunbauxapoeBa A.b., YcnaHoBa J1.C.,
[eTaeBa K.A.-P. XpoHu4yecKass CnoHTaHHasa KpanuBHWLUa Nocie nepeHeceHHON HOBOW KOPOHaBUPYCHON MHOEKLIMKU: KNK-

HU4ecKune cnydau. Meguatpudeckas papmakonorus. 2024;21(6):496-502. doi: https://doi.org/10.15690/pf.v21i5.2798

OBOCHOBAHME
YpTUKapuu, coxpaHalinecs B TeyeHUe 6 Hep

NocNefHUX JIET NOKa3blBalOT POCT XPOHUYECKOW KpanuBHU-
Ubl Yy NauWeHTOB nocjie nepeHeceHHoM HOBOW KOPOHaBMU-

unu ponblue 6e3 yCTaHOBNEHHOW MPUYMHBI, XapaKTepuay-
IOTCS KaK XPOHMYECKas CroHTaHHas KpanuBHuua (XCK).
Y 40-50% nauueHToB XCK conpoBoXaaeTcs aHrMOHEB-
poTrMyecknm otekom [1]. CornacHo 3aNMAEMMUONOrMYECKUM
[laHHbIM, pacnpocTpaHeHHocTb XCK coctaBnget 0,5-1%
cpean HaceneHnus B LienoM. HecMoTps Ha To, YTO HEKOTO-
pble aBTOPbI NMofaratoT, YTO PacnpPOCTPaAHEHHOCTb XPOHU-
YEeCKOWN KpanuBHMLbl OAMHAKOBA Cpeaun B3POCIbIX U AeTEN,
B [OCTYMHbIX UTEPATYPHbIX MCTOYHMKAX MMeEETCs Mano
JlaHHbIX 06 3NUAEMWOSIONMKM HacTosILero 3atoneBaHus
cpeau negnaTpuyeckux nauueHtoB [2, 3]. UccnepoBaHus

pycHon uHdeKuuun [4, 5]. OnncaHHble KIMHUYECKUE cnyvaun
LEMOHCTPUPYIOT 0co6eHHOCTH TeyeHus XCK y feTen, Tpurre-
pPOM KOTOPOM fiBMNACb HOBasi KOPOHaBUPYCHasa MHPEeKLMS.

KJAMHUYECKUHA NPUMEP N° 1

O nauyueHTe

[HeBouka C., 9 neT, rocnutanuMsvpoBaHa B OTAENeHWe
anneprosiorMm 1 UMMYHOIOMMK € Kano6aMu Ha BblCbiMaHUS
W BblpaXKeHHbIN 3y KOXHbIX MOKPOBOB. Npu c6ope aHaMHe-
3a 3a60neBaHUs CTaNlo U3BECTHO, YTO BhllENepeyncneH-
Hble }anobbl 6ecnokosT ¢ Aekabps 2021 r., nocne nepe-
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HECEHHON HOBOW KOPOHaBUPYCHOM WHOEKUMWU. Jleynnucob
CaMOCTOATENIbHO aHTUIMCTaMUHHbIMK NpenapaTamu |l noKo-
nenus (AT 1) B BO3pacTHOM AO3MPOBKE B TEYEHUE MecsLa,
6e3 NoNoXKuTEeNbHOM AMHAMUKK. B mapTte 2022 r. Haxoau-
nacb Ha cTauMoHapHOM o6cnefoBaHUU U NeYEeHUU B O4HON
13 ctpaH CHI.

O6cnegoBaHa: 06WMIA aHANM3 KPOBM, OGUOXMMUYECKUN
aHanM3 KpoBW, Koarynorpamma — 6e3 OCOBGEHHOCTEN,
Konporpamma — 6€3 NnaTonorMu, aHTutena K refbMuH-
TaM He O6GHapyeHbl, NPU UCCNeLoBaHUN CEHCUBUU3aLMM
(6bITOBbBIE, ANUAEPMalbHble, NULWEBDIE, MblIbLEBbLIE annep-
reHbl) YYBCTBUTENbHOCTb K ajnjepreHaMm He BbiSIBEeHa.
o AaHHBIM WHCTPYMEHTaNbHbIX METOAOB 06CnefoBaHMs
BepuduumpoBaHbl AMODY3HbIE M3MEHEHUA MNapPeHXUMb
NoaXenyao4HoN enesbl, AMdbdy3HO-04aroBble U3MEHEHNS
NeBON JONU WMTOBUAHOW XKeneabl, NPU3HaKM NOBEPXHOCT-
HOro racTpofyoaeHuTa.

YcTaHOBMAEH AMarHo3: OCHOBHOM — «MaMonatuMyeckas
KpanuBHULa», CONYyTCTBYIOWMN — «raCTPOAYOAEHUT HEYTOY-
HEHHbIW».

B tepanuun AlTT || B BO3pacTHOM JO3UPOBKeE, NpenapaTbl
nopa, KanbLMs, aHTAroOHWUCTbl IEMKOTPUEHOBLIX peLenTo-
poB, GEpPMeHTbI, UHIMOUTOPbLI MPOTOHHOM MOMMbI, CeaHc
nnasmadepesa, CUCTEMHblE TIOKOKOPTUKOCTEPOUabI
(cl'KC) B Te4eHuMe mecsia c nocteneHHon otmeHon. Ha doHe
nposoaumown Tepanum clfKC oTmevancs perpecc BbICbl-
naHWM, NOcNe OTMEHbI KOXHbIM NaToNOrM4EeCKU npouecc
BO306HOBAANCA. B ganbHenwem npoBOAMaacb HEOAHO-
KpaTHas KoppeKLns Tepannun — npu ABYKPaTHOM MOAKOXK-
HOM MPUMEHEHMU IKCTPaKTa M3 KynbTypbl TEPMOPUIBHO-
ro wTaMma 30/10TUCTOro cTapuNOoKOKKa (Staphylococcus
aureus, wtamm C-2), TakKe oTMeYyanacb KpaTKOBpPEMEH-
Has NONOXUTENbHAA AMHAMUKA.

M3 aHaMHe3a }W3HKU YCTAaHOBMIEHO, YTO PeB6EHOK OT BTO-
pon 6GepeMeHHOCTU, npoTeKkaBlen 6e3 0CO6EeHHOCTEMN,
BTOPbIX CPOYHbIX GU3NOIOrMYECKUX POAOB. HeoHaTanbHbIN
nepuvop npoTtekan 6e3 ocobeHHocTeN. [pyaHOe BCKapM/u-
BaHne — Ao 11 mec. lNpuBuTta no KaneHgapto. Ha nepsom
roAy MM3HU OTMeYanucb Nerkne nposiBAEHUS MNULEBON
annepruv. Y geaylwKkm no OTLOBCKOM IMHUKU €CTb CaxapHbln
avabeT 2-ro tuna. Pocna v passuBanacb COOTBETCTBEHHO
BO3pacTy.

PusnkanbHaa AUarHocTuKa

dusnkanbHo obpalwan Ha cebs BHUMAHUE KOXHbIN
naToNorM4ecKUin npouecc, NPeacTaBNEHHbIV YPTUKAPUSAMY,
IOKaN“30BaHHbIN Ha KOXe Nuua, TyNoBuLLa, KOHEYHOCTEN
(puc. 1). Cy6beKTUBHO — BbIpaxKeHHbIN 3yA. 1o ocTanbHbIM
opraHam u cucteMam — 6e3 ocob6eHHocTen. OueHKa aKTUB-
HOCTM 3aboneBaHns MO MHAEKCY aKTUBHOCTU KpanuBHMLbI
(UAS) coctaBuna 37 6annoB, TECT KOHTPONIA KpanuBHULbI
(UCT)— 0.

MpeaBapuTenbHbli AUArHO3

[0 COBOKYMHOCTU KJIMHWUKO-aHaMHECTUYECKUX AaHHbIX
YyCTaHOBNIEH NpeaBapUTENbHbIA AMArHO3: «XpOHMYecKas
CNOHTaHHas KpanuBHMULa».

AnMHamuKa u ucxopbl

[py nepBuMYHOM nabopaTopHOM 06CNEeAOBaHUU:
B remorpammMe — fnokasaTefiM KOMMNEeHCUMpoBaHbl, B 6MO-
XMMUYECKOM aHann3e KpOBM — BOCMaJMUTENbHOW aKTUB-
HOCTM He 3aperncTtpupoBaHo, 6GeNKOBO-CUHTETMYECKas
dYHKUMS MeveHun, NoYeK He cTpadaeT, remoctasmorpamma,
D-agumep — 6€3 0cob6eHHOCTEN, NPU UCCNefOBaHUN YPOBHS
CbIBOPOTOYHbIX UMMYHOITO6YIMHOB MOKa3aTenu B npegenax
pedepeHCHbIX 3Ha4YeHUN, aHTUTENa K TUPEOUAHOM MEPOKCH-

Puc. 1. MHOro4ncneHHble BbiCbiNaHWs Ha KOXe MLa U BEPXHUX
KOHeYyHoCcTen
NcToyHuK: N6uwesa A.X., 2022.

Fig. 1. Multiple rashes on the face and upper limbs skin
Source: Ibisheva A.Kh., 2022.

fase, TMpeornobynnHy He BbISIBAEHbI, YPOBEHb TMPEOTPOMHO-
ro rOpMOHa, CBOGOAHOI0 TUPOKCUHA — B HOPME.

Mpn MUKPOCKOMMYECKOM UCCNEeAoBaHMM Kana Ha anua
WU NIMYUHKK TeIbMUHTOB Mapa3uTbl U UX ahLa He o6Hapy-
KeHbl. AHTUTENa K acKapuiam, TOKCOKapam, 3XMHOKOKKY,
OMUCTOPXMCY He OBGHapy»KeHbl. AHTUTENa K ABYyCNMpanbHOM
OHK, muenonepokcupase, npoTeMHase B MaToIOrMYeCcKu
3HAYUMbIX TUTPAX HE BbIBEHbI.

Mo AaHHbIM YNbTPa3BYKOBOIr0 UCCNEAOBAHUSA WMTOBKUA-
HOW enes3bl — 3XOCTPYKTypa HeEOAHOPOAHAS, BU3Yann3unpy-
toTca 06pa3oBaHUs pasmepamn 6 X 4 Mm, 5 X 2 MM, C 4eT-
KMMM U POBHbIMWU KOHTYpamM, FMMNO3XOreHHbIM 0604KOM
no nepudepuu, C akTUBHbIM KPOBOTOKOM.

Mpu 330dharoracTpoayoeHOCKONUK BbISBAEHbI MPU3Ha-
KW MOBEPXHOCTHOrO ractpofyoaeHuTa. [bixatenbHbl TecT
Ha Helicobacter pylori (HP) oTpuuaTenbHbIW.

KoHcynbTMpoBaHa Y3KUMU cneunanuctamu.
Mo COBOKYMHOCTU KIMHUKO-aHaMHEeCTUMYeCKMX, nabopaTop-
HO-WHCTPYMEHTaNbHbIX AaHHbIX MOATBEPKAEH AMArHO3 «XPO-
HUYeCKaa CMOHTaHHas KpanuWBHWLA», BbIIBAEHbl KOMOP-
OuaHble COCTOSIHMA: «MOBEPXHOCTHLIN racTPOAYOLEHMUT,
HP-HeaccouMMpoBaHHbIW», «y3en NeBOW 40U LWTOBUAHOWM
Kenesbl, 3yTMpeo3».

C yyetom otcyTcTBMA addeKTa ot AlTl || B Bo3pacTHOM
LO3MPOBKE B TEYEHWE HECKONbKMX MecsueB BpadyebHowm
KOMWCCUEN HA MOMEHT rocnuTanusaunn nocne nonyvyeHus
MHOOPMMUPOBAHHOIO COracusl 3aKOHHOIO MpeacTaBUTeNs
6bl/I0 NPUHATO pelleHne yaBouTb o3y AlTl || — nesoue-
TMpu3unH 10 mr/cyT. Ha ¢oHe gaHHOM Tepanuum AOOUTbCS
KOHTpONs B TeyeHue Heaenn He ypanocb (UAS — 36),
Bpa4yebHON KOMMUCCUEN MOBTOPHO NpoBeAeHa KOppeKuus
Tepanun — ao3sa AlTl Il ygenn4yeHa 4YeTblpexKpaTHO, JOCTUT-
HyTa MNONOXUTENbHAA AMHAaMWKa B BUAE YNydlweHnsa obLiero
COCTOSIHUS, PerpeccuMpoBaHUs BblCbiNaHUI, KyNnMpOBaHUS
3yaa.

MauneHTKa BbiNUMCaHa W3 OTAENEHWS B YAOBNETBOPHU-
TeNlbHOM COCTOSIHMKM noA HabnlaeHwe neguaTpa no Mecty
KWUTENbCTBa C PeKoMeHAauMaMW MNPOLOMIKMTL Tepanuio
NeBOLETUPU3NHOM MO 2 TabneTkn 2 pasa B CyTKMU (20 Mr/cyT),
OAHaKO MocC/e BbIMUCKM KOXHbIM NaTonorMyecKum npouecc
B0O306HOBWICSA. [TpoBoancsa KOpoTkui Kypc cl'KC ¢ kKpaTKo-
BPEMEHHbIM 3PPEKTOM. YUnUTbiBas TAKECTb TEYEHUSA 3a60-
neBaHus, otcytcTBUe addeKTa OT NPOBOAMMON Tepanuu,
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KJIUHUYECKUU CNTYHAHU

Bpaye6bHOM KOMMUCCHUEN MPMHATO pelleHne MHULMMPOBaTb
6uonoruyeckyto Tepanuio — omanndymab (Kconap) 300 wmr,
NOAKOXHO, 1 pa3 B 4 Hed. JOCTUrHYTb MOAHOIMO KOHTPONA
Ha ¢doHe TapreTtHon Tepanuun (UAS — O; UST — 16) ynanocb
yepes 28 Hefd. YuuTbiBasa Taxenoe TeyeHue 3aboneBaHus,
NO34HUIM OTBET HA MOHOKJ/IOHaNIbHOE aHTUTENo, Guonormye-
CKYIO Tepanuio NpoaosixKanu ewe 12 mec, B Te4EHNe KOTo-
PbIX MOSBAEHUS HOBbIX A/IEMEHTOB CbINU U HEXKenaTeNbHbIX
ABNEHUN HE 3aperncTpupoBaHo. HYepes 2 mec nocne oTme-
Hbl OManu3ymaba OTMEYEHO NOSIBNEHNE HOBbIX YPTUKapWHK,
YMEePEHHOro 3yfa KOXHbIX NOKPOBOB. Bo306HOBNEHA Tepa-
N1 @aHTUIMCTaMUHHBIMKW Npenapatamu, 6e3 LOCTUKEHUA
NOSIHOIrO KOHTPONSA Haj 3aboneBaHneM, B CBA3M C YEM BO3-
06HOB/IEHA Tepanusg omanndymaboM B NPEXKHen aose.

MporxHos

XpoHU4YecKasi KpanuBHMLA XapaKTepu3yeTcs BOJHO-
06pas3HbiM TeYEHUEM, OAHAKO MPOrpPeccupyoWwero yxyaLe-
HWMS He OTMeYaeTcs.

KJIMHUYECKHUIA NPUMEP N° 2

O nauueHTe

ManbyuKk M., 9 net. Co cNnoB 3aKOHHOIO NpeAcTaBuTENs
M NO AaHHbIM NPefoCTaBIEHHON MEANLMHCKOM AOKYMEHTa-
LMK, BbICbINAHWS, 3y4, OTEKU KOXHbIX MOKPOBOB 6ECMOKOAT
¢ ¢depansa 2020 r., nocne nepeHeceHHoW HOBOM KOpPOHa-
BUpPYCHOW MHeKUnKU. B TedyeHne roga npuHmuman Alm I v ll
B BO3PaCTHOM AO3MPOBKE, C KpaTKOBPEMEHHbBIM abdeKTOM.

O6cnepoBaH ambynatopHo B anpene 2021 r.:. aHTW-
ctpentonuanH O — 763 Ea/mn, aHTUHENTPODUNbHbIE LUTO-
nnasmaTuyeckne aHTutena — otpuuartensHo, HK Bupyca
AnwrtenHa — bapp, uMTOMeEranoBupyca, Bupyca npocToro
repneca MeETo4OM MOJAMMEPA3HOMN LIEMHON peaKLnn KpoBU
He BbISIBIEHO, MPU MUKPOOUONOTMYECKOM WCCeLoBaHMK
Kana naTofIorMYecKmx LUTaMMOB He OBHapPYXeHO, METOAOM
MMMYHODEPMEHTHOIO aHanu3a BbliBNeHbl IgG K H. pylori —
13,8. YcTaHaBAMBaNUCb pPas3nu4yHble AMArHo3bl: «TPUXOMO-
HWa3», vkMapavas», <HeMHBa3MBHbIV acneprunnes», «cTpen-
TOKOKKOBasi MHQEKLUMs», «XpOHMYecKas reprnetvyeckas
MHPEKUMS», «KpanuMBHUL@ HEYTOYHEeHHas», «byHKLMOHaNb-
Hasa gucnencus, cMellaHHasa dopma, H. pylori-no3uTUBHaS».

B Tepanuu runoannepreHHas gueta, 610KaTopbl IENKO-
TPUMEHOBbIX PELLENTOPOB, renaTonpoTEKTOPbLI, aHTUbaKTe-
puanbHble npenapatbl, NPO6UOTUKKU, GepPMEeHTbl, COpOEH-
Tbl. Co cNnoB mMaTepu, BCce peKoMeHAauunun 6blamn coboaeHbl,
0AHaKo 6e3 3HaYUTENbHOM AUHAMUKKN CO CTOPOHbI KOXHOIO
natofiormyeckoro npouecca. Ha ¢oHe camocToATENbHOIO
pPerynsapHoro npuemMa aHTUrMcTaMuHHbIX NpenapaToB (LeTu-
PU3KH, XJIOPONMpPaMKH) B BO3PaCTHOM JO3MPOBKE OTMeYa-
NOCb perpeccMpoBaHue CUMMNTOMATUKKM C KpaTKOBPEMEH-
HbIM 3pdEeKTOM.

M3 aHaMHe3a KMU3HM YCTaHOBJIEHO, YTO PeBGEHOK OT Tpe-
Tbel GepeMeHHOCTU, MpoTeKaBllen 6e3 0COBEHHOCTEN,
TPETbUX CPOYHbIX GU3NONOrMYECKHUX POLOB. HeoHaTanbHbIN
nepuop npotekan 6e3 ocobeHHoOCcTeN. [pyaHOE BCKapMiu-
BaHMe — Ao 12 mec. MpuBKuT No KaneHgapto. Ha nepsom
rofy XM3HW NPOABAEHUI NULLEBOW anieprum 1 aTonnyecKo-
ro gepmaTtuTa He 6b110. HacneacTBEHHbIM aHaMHES He OTS-
roweH. Poc n pasBuBasncs COOTBETCTBEHHO BO3PacCTy.

dusuKanbHaa AUarHocTuka

KOXHbI MaToNorMyecKkui NpoLLecc HOCKA pacnpocTpa-
HEHHbIN XapaKTep, NpeacTaBneH ypPTUKapUaMK, OKann3o-
BaH Ha KOXe TYyNOBMLLA, BEPXHUX U HUMKHMX KOHEYHOCTEN
(puc. 2). Cy6bEKTUBHO — WMHTEHCMBHbIM 3ya. UAS cocTtaBun
33 6anna, UCT — 4 6anna. Mo ocTanbHbIM OpraHam 1 cucte-
MaM — 6e3 0COBEHHOCTEN.

Puc. 2. MHOro4YucieHHble BbICbiNAaHUS Ha KOXE TyNoBMLLa
McTouHuk: M6uwesa A.X., 2022.

Fig. 2. Multiple rashes on the body skin
Source: Ibisheva A.Kh., 2022.

MpeaBapuTenbHbIA AUArHo3

Mo COBOKYMHOCTU KJIMHUKO-aHAMHECTUYECKUX AaHHbIX
yCTaHOBMEH NpeABapUTENbHbIN AMarHo3: «XpoHWYecKas
CMOHTaHHas KpanuBHULA; PELNAMBUPYIOLLME aHTUOOTEKM».

AnHaMuKa 1 ucxoabl

Mpn nabopaTtopHOM 06CneaoBaHnK (CM. Tabnuuy): remMo-
rpaMmma, 6MOXMMMUYECKUIM aHann3 KPoBW (acnapTaTaMMHO-
TpaHcdepasa, anaHMHamMuMHOTpaHchepasa, ramma-rayTa-
MunTpaHcohepasa, wenoyHas docdartada B KPOBU, OOLLINK
OUNMpPYOUH, rnoKo3a, C-peaKTWBHbIM GENOK, KpeaTUHUH,
MOYEBUWHA, 3NEKTPONUTLI), Koarynorpamma, D-gumep —
6e3 0C06eHHOCTEN, UMMYHOJIOMMYECKUIN aHaNn3 KPoBHM (Ypo-
BEHb CbIBOPOTOYHbIX MMMYHOI06Y/MHOB, TUPEOTPOMHOIO
ropMOHa, cBOGOAHOIr0 TUPOKCHUHA, aHTUTeNa K TUPEOoUaHON
nepoKkcuaase, TMpeornobynuHy K gsycnupansHon JHK, mue-
nonepokcmnaase, npoterMHase, ackapuaam, TOKCOKapaw,
3XMHOKOKKY, OMUCTOPXMUCY) — MoKa3aTenn B AOMYCTUMbIX
3HAYEHUSX.

[Mpn MUKPOCKOMMYECKOM MCCNeaoBaHUKM Kana Ha auua
W IMYUHKK TEIbMUHTOB — 6€3 NaTos0r1Mu.

Mo AaHHbIM yNbTPa3BYKOBOrO WMCCAELOBaHUS OPraHoB
OPIOWHON MONOCTU — MNPU3HAKU HE3HaAYUTeNbHOW renarto-
Meranumu, WUTOBUAHOM enesbl — 6e3 3xorpapuyecKon
naToNorunu.

Mpn a3odaroracTpoayofeHOCKONUU BbISBAEHbI MPH-
3Haku pednioKkc-a3odarmta 2-n cteneHn, GyHKUMOHasb-
HOWM HeAOCTaTOYHOCTU KapAuW, MOBEPXHOCTHOrO racTpuTa.
JKcnpecc-agnarHocTuka H. pylori — (—). No nosoay natosno-
TUK KenyaoyHo-KuweyHoro Tpakta (MKKT) KOHCynbTMpOBaH
racTPO3HTEPOOrOM.

10 COBOKYMHOCTU KJMHWKO-aHaMHeCTUYeCKux, nabo-
PaTOPHO-UHCTPYMEHTANbHbIX AaHHbIX YCTaHOB/AEH [Aua-

rHO3: OCHOBHOM — «XPOHMYECKAa CMOHTaHHaa Kpanus-
HULA; PeuuaVBUPYIOWNMN aHTMOHEBPOTUYECKUN OTEeK»,
ConyTCTBYOWMIA — «racTpoasodareanbHo-peditoKCHas

60ne3Hb ¢ 330darnToM; NOBEPXHOCTHbIN raCTPOAYOAEHMUT,
HP-HeaccoUMMPOBaHHbIN».

Ha ¢oHe Tepanuu AlTl || B BO3pacTHOM 4O3MPOBKE KOH-
Tpons Haja 3a6ofieBaHMEM JOCTUIHYTb HE yaanoch, B CBSA3M
C 4eM BpavyebHON KOMMUCCHEN nocsie nonyyeHns MHPopmu-
POBAHHOrO COMNacus 3aKOHHOro npeacTaBUTENs MocTe-
neHHo yBenunyeHa fosa AlTl Il— nesBouetupuaunH 20 Mr/cyT.
UAS — 34. B tepanuio gob6asneHbl cKC KOPOTKMUM KypcOoM



Ta6nuua. JlabopaTopHble NOKa3aTenn nauMeHToB
Table. Patients’ laboratory findings

Mokasarenb MauuenTtKa C., 9 nert MauueHt M., 9 net MauueHTtKa K., 16 net
NeitkounTsl, 10° 4,7 (3-15) 7,3(3-15) 6,6 (3-15)
ApuTpouuTsl, 10° 4,09 (2,5-5,5) 5,03(2,5-5,5) 3,7(2,5-5,5)
TpomGoLuThl, 10° 259 (50-400) 382 (5-400) 237 (50-400)
303uHODUNbI, % 0,2(0,00-0,40) 0,1 (0,00-0,40) 0,5(0,00-0,40)
Bbasodunbl, % 0,4(0,0-1,0) 0,2(0,0-1,0) 0,7 (0,0-1,0)
CO3, Mm/y 6 (0-10) 5(0-10) 2(0-10)
CPB, mr/n 2,6 (0-5) 1,5(0-5) 0(0-5)
C3 KomnnemeHTa, Mr/an 152,7 (90-180) 157 (90-180) 108 (90-180)
C4 komnnemeHTa, Mr/an 21,3 (10-40) 34 (10-40) 28 (10-40)
D-pumep, mMr/n 200 (0-250) 75 (0-250) 80 (0-250)
06wwi Ige, ME/Mn 2(0-100) 18 (0-100) 177 (0-100)
AHTUTena K TMNO, Eq/mn 4,2 (0-30) 1(0-30) 3,4 (0-30)
AHTUTENna K TI, Eq/mn 2 (0-65) 7,5 (0-65) 6 (0-65)
TTI, MKME/Mn 0,7 (0,5-4,3) 2,79(0,5-4,3) 1,4(0,5-4,3)
T4, nmonb/n 11,7 (10,0-23,2) 15,11 (10,0-23,2) 17,1 (10,0-23,2)
MMmyHorno6ynuH M, r/n 1,2 (0,31-2,08) 0,8 (0,31-2,08) 0,6 (0,31-2,08)
MMmyHorno6ynuH G, r/n 5,8 (5,3-16,5) 7,0 (5,3-16,5) 5,5(5,3-16,5)
MMmyHOrno6ynuH A, r/n 0,3(0,34-3,05) 0,8(0,34-3,05) 0,25 (0,34-3,05)
AHTUTena K gBycnupansHov JHK, Ea/mn 4,6 (0,0-20,0) 2,9(0,0-20,0) 5(0,0-20,0)
AHTWUTENa K Muenonepokcugase, Eg/mn <1(0-5) 2 (0-5) <1(0-5)
AHTWUTENa K npoTenHase, Ea/mn <1(0-5) <1(0-5) <1(0-5)
AHTHTena Kk SARS-CoV-2 24 (0,00-0,800) 20 (0,00-0,800) 27 (0,00-0,800)

lMpumeyaHme. CO3 — cKOpOCTb oceaaHus aputpountoB; CPb — C-peakTuBHbIN 6enoK; IgE — nmmyHornobynuH Knacca E; TNMO — tupeone-
poKkcupaasa; TI — tupeornobynuH; TTI — TUPEeOoTPONHbIA TOPMOH; T4 — TMPOKCUH CBOGOAHbIN.

Note. ESR (CO3) — erythrocyte sedimentation rate; CRP (CPB) — C-reactive protein; ISE — immunoglobulin E; TPO (TMN0O) — thyroperoxydase;
TG (TI') — thyroglobulin; TSH (TTI) — thyroid-stimulating hormone; T4 — free thyroxine.

(3 OHS) ¢ pas3peleHMEM KOXKHOro natonorMyeckoro npo-
Lecca.

MaumneHT BbiNMCaH U3 OTAENEHWS B YA0BIETBOPUTENIbHOM
COCTOSIHMM NoA HabngeHWe neanatpa No MECTY XKWUTelb-
CTBa C PEKOMEHAALMAMMU MNPOAOIKUTL WUHULMUPOBAHHYIO
Tepanuio B TOM e o6beme.

Yepes 2 Hepa noc/ie BbIMUCKU OTMEYEH PeLUanB KOXKHO-
ro cuHapoma. CornacHo aKkTyanbHbIM KJIMHUYECKUM PEKOo-
MeHAAUMSM MO JIEYEHUIO XPOHUYECKOW KpamnuBHULbI MHW-
uMMpoBaHa TapretHaa Tepanus — omanu3ymab (Kconap)
300 wmr, nogkoxHo, 1 pa3 B 4 Hea. Yepes 28 Hea: UAS — O;
UST — 16. Tepanusa omannu3ymabom NpoJomKeHa B TeHeHne
12 mec nocne AOCTUKEHUS NMOIHOIMO KOHTPOASA Haa 3abone-
BaHWEM, 0AHaKO Yepes 4 Hef nocsie OTMEHbI 3aperncTpmpo-
BaH MOBTOPHbIV peunamBs, NoTpeboBaBLINI BO30OHOBNEHMUS
Tepanuu.

MporHos

XpOHUYEeCKas KpanuBHULLA XapaKTepu3yeTcs BOJHO-
06pasHbIM TeYEHMEM, OHAKO MPOrpPeccUpyoWero yxyawe-
HUS HE OTMeYaeTcs.

KJIMHUYECKUMA NPUMEP N¢ 3

O naumeHTe

[esoyka K., 16 net, ¢ 5 net Habnoganacb y neanarpa
Nno MEeCTY XUTeNbCTBa C AMArHO30M «0CTpast anfiepruieckas

KpanuBHULA; aHTMOHEBPOTUYECKNUI OTEK». lNonyyana nepwm-
oaundecku Al Il ¢ nonoxutenbHoW AMHaMUKon. PeunamBshbl
1 pa3 B 2-3 mec. 3a nocnegHue 2 roga, nocne nepeHeceH-
HOW HOBOW KOPOHaBWPYCHOW MHOEKLMUWU BbICbINAaHUSA, OTEK
KOXHbIX MOKPOBOB OECMOKOAT €)KeAHEeBHO. 3a MeaWLMH-
CKOM nomoulbio He obpaltanach, B Tepanuun AT I n |l B BO3-
pacTHOM A03MpPOBKe, 6e3 adpdeKTa.

B mapte 2022 r. o6cnenoBaHa anneprosioroMm-uMmy-
HoMoroMm, B Xxode o6cnefoBaHUs 3amnof03pPEeHO TeyeHue
nepBUYHOro UMMyHoaedULMTa — HacNeACTBEHHOIO aHrmo-
HeBpOTMYecKoro oteka: C1l-uHrmémutop — 558,8 MKr/mn
(Hopma 150-350), C3 — 6,2 (Hopma 0,55-1,2); C4 — 0,9
(Hopma 0,2-0,55).

Onsa guddepeHumaumm amarHo3a KpoBb Ha Konuye-
CTBEHHOE M KayecTBeHHOe cofeprkaHne CLl KomnnemMeHTa
HanpasneHa B ®bry «<HMuWL, Aron wm. 4. PorayeBa»: C1
(KonmyecTtBeHHbIM) — 0,263 (Hopma 0,21-0,43), C1 (byHK-
LUMoHanbHbIM) — 102 (Hopma 70-130), BpOXKAEHHbIN AePEKT
WMMYHWUTETA UCKIOYEH, MPOBEAEHO UCcCcefoBaHUeE PYyHKLMK
LMTOBMAHON }enesbl — 6€3 NaTofornu, CKPUHUHT ayTOUM-
MYHHbIX 3a6ofieBaHUN COeAUHUTENbHOM TKaHn — oTpuua-
TeNbHbIA, NPU MCCNefOBaHWM CEHCUOBMAN3ALMKU METOAOM
ImmunoCAP (daaunoTton) 4yBCTBUTENLHOCTb K ajepreHam
He o6HapyeHa, ypoBeHb obuwero IgE coctasun 177 ME/mn.
MpeactaBneHne o AMarHo3e «XPOHWYECKas KpamnuBHULA;
peunaMBMpylOLIME AHTMOOTEKU». PeKoMeHaoBaHO: neBo-
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KJIUHUYECKUU CNTYHAHU

uetmpuanH 20 kanenb 1 pas B cyTku, 10 aHew, Ha doHe
Tepanuu. Co CNoB AEeBOYKKU, OTMEYANNUCh FONIOBOKPYKEHME,
COHNMBOCTb. MNeprnoanyeckn oTmedaeT 601 B anuractpasnb-
HOW o6nacTu.

M3 aHamMHe3a XW3HWM YCTaHOBNEHO, YTO PebEeHOK OoT
TpeTben 6epeMeHHOCTH, NpoTeKaBLeN 6e3 0COB6eHHOCTEN,
TPETbUX CPOYHbIX GU3NONOrMYECKMUX POLOB. HeoHaTanbHbIN
nepuog npotekan 6e3 ocobeHHoOCcTeN. [pyaHOE BCKapMmiu-
BaHMe — a0 12 mec. MpuButa no KaneHaapto. Pocna v pas-
BMBaNacb COOTBETCTBEHHO BO3PaACTY.

dusuKanbHaa AUarHocTuka

dusnkanbHo obpawan Ha ceb6s BHUMaHUA KOXHbIN
naToNIorMYecKuit NpoLecc, NpeacTaBAeHHbIN YPTUKaPHUSIMMU,
NOKaNM30BaHHbIM Ha KOXe nuua, TyN10BMULLE, KOHEYHOCTEN.
B nepuop6utanbHon o6iactv oTMevyaeTcss CUMMETPUYHbIN
oTeK, 6e360/e3HEHHbIV NpWU Nanbhaunn, KoXKa Hag HUM
He n3MeHeHa. CyGbeKTUBHO — WHTEHCUMBHbIN 3ya. UAS —
34 6anna, UCT — 5 6annoB. o ocTanbHbIM OpraHam
n cucteMam — 6e3 0CO6EeHHOCTEN.

MpeaBapuTenbHbI AUArHo3

1o COBOKYMHOCTU KIMHUKO-aHAMHECTUYECKUX AaHHbIX
yCTaHOBNEH NpeABapuUTENbHbIA AMArHO3: «XpoHMYecKas
CMOHTaHHas KpanuBHWLA; PeLUaNBUPYIOLIMIA aHIMOHEBPO-
TUYECKUIN OTEK» .

[AMHamMuKa 1 ucxopbl

Mpn nabopaTtopHoM o6cCnefoBaHWK: B remorpamme
nokasartenn KOMMEHCUMPOBaHbl, GUOXMMUYECKUIN aHanu3
KpoBM, Koarynorpamma, D-gumep — 6e€3 0COGEHHOCTEN,
YPOBEHb CbIBOPOTOYHbIX UMMYHOI106YIMHOB — B npeje-
nax pedepeHCHbIX 3HayYeHUN, aHTUTena K TUPEeOoUAHOWM
nepokcugase, TMPeornobynnHy He BbiiBAEHbl, YPOBEHb
TUPEOTPONHOIr0 rOPMOHA, CBOGOAHOINO TUPOKCHHA —
B HOpMe, sfila renbMuHTOB, I8G K ackapuaaMm, TOKCOKa-
pam, 3XMHOKOKKY, OMUCTOPXMUCY He BbIiBNEHbl. AHTUTENa
K asycnupansHon JHK, muenonepoKkcuaase, npoteMHase
He O6HapYyKeHbl.

Mo AaHHbIM YNbTPa3BYKOBOIro UCCNELOBaHUSA WUTOBUA-
HOW >Xenes3bl — KWUCTO3Hble 06pa3oBaHus 06eux [JoJien
WMTOBUAHOWM XKenesbl.

Mpu 330dbaroracTpoayofeHOCKONUK BbIBAEHbI MPU3Ha-
KM MOBEPXHOCTHOrO ractputa. JKcnpecc-guarHoctuka H.
pylori — (-).

KoHcynbTMpoBaHa CMEXHbIMU creLmanucTamu.

[0 COBOKYMHOCTM  KAWHWUKO-aHaMHECTUYECKMUX,
NabopaToOpHO-UHCTPYMEHTANbHbIX  Aa@HHbIX  YCTaHOB-
NeH AnarHo3: OCHOBHOM — «XpPOHWYECKas CMOHTaHHasd
KpanuBHULA; PELMAMBUPYIOLLMIA AHTMOHEBPOTUYECKUI
OTeK», COMYyTCTBYIOLWMNN — «MNOBEPXHOCTHbIA racTpuT,
HP-HeaccounMpoBaHHbIM».

Ha ¢oHe Tepanuu AITl Il B BO3pacTHOM AO03MPOBKE
addeKTa JOCTUTHYTb HE yaanocb, B CBA3KU C YeM BpavyebHOM
KOMWUCCMEN nocne nonyyYyeHus MHGOPMMPOBAHHOIO corna-
CUSi 3aKOHHOrO npeacTaBUTENs MOCTEMEHHO YBeAU4YeHa
no3za Al Il — neBoueTrpm3unH no 20 Mr/cyT, ¢ HUBENUPOBa-
HMEM KOXHOIo CHHApPOMA.

MauneHTKa BbiNUMCaHa W3 OTAENEHWUS B YAOBNETBOPHU-
TENIbHOM COCTOSIHMM Nof HabnogeHve neauatpa No mMecTy
WUTEeNbCTBa C PEeKoMeHAauMsa MU NPOAOCMIKUTL Tepanuio
B TOM e oObeme.

Yepe3 Hegeno nocne BbIMUCKM OTMEYEH peuuauB
BbICbIMaHWM, aHTMOHEBPOTMYECKOIO OTEKa. MHMUMKMpOBaHa
TapreTHasa Tepanusa — omanudymab (Kconap) 300 wmr, noa-
KoXHO, 1 pa3 B 4 Hea. Yepe3 20 Hea: UAS — O; UST — 16.
Tepanua omanudymabom npofoxKeHa B TedyeHune 12 mec

nocne JOCTUKEHMUS NOMHOIro KOHTPONS Haj 3aboneBaHneM.
3a nocnegHune 5 Mec nocie 0TMeHbl oManudymaba BbiChl-
naHWM, OTeKa He 3aperucTpMpoBaHO, OAHAKO B Nepuoj
nonavHaumm 2024 r. Hayan 6GecnoKOUTb PUHOKOHBIOH-
KTMBaNbHbIA CMHAPOM. lpKU MccneaoBaHUM ceHcubununsa-
umMn metogoM ImmunoCAP BbisiBneHa 4YyBCTBUTENbHOCTb
K annepreHam TumodeeBKM NYyroBon, ambpo3nmn NosbIHHO-
nucTHon. MopobpaHa 6a3ncHas Tepanus, peKoMeHaoBaHa
annepreH-cneunduyeckas tepanus.

MporxHos

XpoHUYecKas KpanuBHWLA XapaKTepu3yeTcs BOJIHO-
06pa3HbIM Te4eHWEM, OAHAKO MPOrpeccupyiowero yxyaLe-
HWS He OTMeYaeTcs.

OBCYXAEHHUE

XCK aBnsetca 3aboneBaHuWeEM, CHUXKaKOLWKWM Kaye-
CTBO XW3HW NauueHToB [6]. MepBoW NuHWEN Tepanuu
XCK, cornacHo KAIMHUYECKUM pPEKOMEHAaLNsaM, aBAstoTCS
ATTI Il B cTaHOapTHOW AO3UpPOBKe. B cryyae oTcyTCcTBMSA
afleKBaTHOrO KOHTPONs Hapj 3aboneBaHWeM PEKOMEHAY-
eTcs yBennyeHue AlTl HecegaTMBHOIO AENCTBUSA 40 YeTbl-
pexKkpaTHOW A03bl [6].

B npeactaBneHHbIX KAMHUYECKMUX crydasix NPOAEMOH-
CTpMpoBaHO Heo6OCHOBaHHOEe Ha3HavyeHue GepMeHTOB,
cop6eHTOB, MPOBGMOTMKOB, renaTonpoTEKTOPOB, npena-
paTtoB Moja, Kanbuwus, aHTUOaKTepuasbHbiXx NpenapaTos,
npoBefeHne nnadmadepesa, 4NUTENbHOE WCMNONb30BaHUe
cl'KC B ne4yeHnn XxpoHUYECKOW KpanuBHULbl. Habntogaemble
nauuMeHTbl TaKXe He [OCTUIIM KeNaeMoro KOHTPons
Ha ¢oHe npenapaTtoB, G6AOKUPYOWKUX rMcTaMuH. CornacHo
oduumManbHbIM JOKYMEHTaM, pernaMmeHTupylowmnm aobas-
NieHue npu otcytTcTBum addeKkTa ot AlTl Il LONOAHUTENBHON
Tepanuu omManusymabom, Hamu 6blna MHULMMPOBaHa GMO-
nornyecKas Tepanus, HeCMOTPS Ha BO3pacTHble orpaHuye-
HWS Y ABOUX MNALMEHTOB, NOC/E MPUHATUS peELLeHUs Bpaveb-
HOM KOMUCCHEN.

9bdeKTUBHOCTL M 6e3onacHOCTb oOManu3lymaba
y AeTen C XPOHWYECKOW KpanuBHULEN A0 12 neT ceroj-
HA M3y4YeHa HeJoCTaTOYHO, OAHAKO TSAXKECTb TeyeHus
HacToswero 3aboneBaHns He ocTaBuia BblGopa ApPYyron
TepaneBTUYECKON onuun. MuHMManbHasa ANUTENbHOCTb
TapreTHoOW Tepanuun Npu XpOHMYECKON KpanuBHULLE Ceroa-
HA onpeaeneHa — 6 mec [6]. OgHaKo nauueHTbl 6bIIK Tak
Ha3blBaeMbIMWU «MO3AHUMK OTBETYMKaMu». OBYCNOBAEHO
1N 3TO NepeHeCeHHOW HOBOW KOPOHaBUPYCHOW WHOEK-
LuMen, oTBETUTb OAHO3HAYHO MOKa He npeacTaBfseTcs
BO3MOXHbIM.

[aHHble nuTepaTtypbl roBopsT o ToM, 4yTo XCK 4acto
conpoBOXaaeTcss ConyTcTByOWMMM 3aboneBaHuamu [7].
Ha6bnogaemble NaumneHTbl HE AIBUAUCH UCKIOYEHMEM. Y ABYX
M3 HUX Oblna BepuduunpoBaHa natonoruns KT u wuto-
BMAHOM enesbl, y ogHoro — tonbko KT. Hanbonee pac-
NPOCTPAHEHHBIMWU KOMOPOMAHbIMK 3a6oneBaHusMn XCK,
no AaHHbIM CUMCTEMATMYECKOro 0630pa, ABASIOTCS ayTOUM-
MYHHble 3a60/1eBaHUSA WUTOBUAHOW Kee3bl U BUTUANTO [7].
MccnepoBaTenu cynTaloT, YTO BbICOKMIW ypoBeEHb 0bLwero IgE
MOXET MCNonb30BaTbCAd B KayeCcTBE NpeanKTopa oTseTa
Ha omanuaymab [4].

Mbl 3aperncTpMpoBaniu, 4To y naumeHToB 9 NeT ypoBeHb
[laHHOro nokasaTens 6bin HUXe 30 ME/Mn, a y AeBOYKHK
16 net coctaBun 177 ME/mn. MNMauneHTka ¢ 6onee BbICO-
KUM ypoBHEM oblLuero IgE gocturna pemmccun Yyepes 5 mec,
B TO BPEMS KaK ocTanbHble — 4epe3d 7 mec. Ewe ogHum
KOHTpOMMpPYEMbIM MoKazatenem 6bin D-gumep. Y Habno-
[aeMblx JeTen ero ypoBeHb 6bin B npegenax pedepeHCHbIX
3Ha4veHnn. O4HaKo HEKOTOPbLIMM YYEHbIMU BbICKa3aHOo Npea-



NnofIoXKeHue, 4YTo ypoBeHb D-gnMepa Takke asnsetcs 6uo-
Mapkepom Taxectu XCK [8].

Opyrum KneTtoyHbiM 6GuomapkepoM npu XCK, no MHe-
HUWIO UccnepoBaTenen, ABASETCA 903UHOMEHMUS, CBA3aHHas
C BbICOKOW aKTMBHOCTbIO 3a60neBaHNs M NIOXUM OTBETOM
Ha neveHue [9].

B npeacTtaBneHHbIX KAMHUYECKMUX CyYasix HWU Yy OLHOro
nauneHTa UMTONEHUS BbisiBieHa He 6blna. MuHuManbHas
ONUTENBbHOCTb  MPMMEHEHUS HacTosAlWwero npenapaTa
NPU XPOHUYECKOMN KpanuBHULLE, COMNacHO aKTyanbHbIM Ku-
HUYECKUM peKomeHauums, onpegeneHa, ogHaKo onTuManb-
Hast MPOAOMIKUTENBHOCTb Y «MO34HUX OTBETHMKOB», @ TaKKe
nocne nepeHeceHHOM HOBOW KOPOHaBWMPYCHOM WMHPEKLUK
OoCTaeTcs AUCKyTabenbHbIM BOMPOCOM.

Peunaunsbl nocne npekpaweHus Tepanuu, no AaHHbIM
HEKOTOPbLIX MccnegoBaTenew, NpeacTaBfoTcs OOblYHbIM
ABNeHneM, TpebylowWwmnm yriy6aeHHOro U3yYeHns MexaHu3-
MOB pa3BuTMUa 3aboneBaHusa [10]. Y Habnwogaembix aeTen
MMajlWwero Bo3pacTta Yyepesd 2 Mec nocne OTMEHbl Tepanuu
Obl/1 OTMEYEH peLnamnB.

CerogHs B apceHane Bpaya anneprosora-uMmyHosora
npu nevyeHmn XCK y neten umetorca AT Il n omannsymab.
OpHako B HacTosiliee Bpems uccaegyloTcs HOoBble npena-
paTbl (@HTK-IL-5, aHTK-IL-1, aHTK-IL-17 n aHTM-CD20), npume-
HeHne KoTopbix B nevyeHun XCK BHywaeT uccneposartenam
6onbwon ontummam [11].

3AK/IIOYEHHME

B npeactaBneHHon paboTe MNpOAEMOHCTPUPOBaAHLI
nonunparmMasuns B neveHmn XCK, ocOBEHHOCTU TeyeHwus
HacToswero 3aboneBaHua y AeTen nocne nepeHeceHHon
HOBOW KOPOHaBUPYCHOW MHbEKUMK. NpuBeaeHHbIE KIUHU-
YeCKue cryyan noayvepKMBaloT HEOOXOAMMOCTb paclumpe-
HUSI TepaneBTMYECKUX BO3MOXHOCTEM npu XCK, a Takke
nposefeHns MaclTabHblX MccneaoBaHWM Cpean LEeTCKOM
nonynaunn ¢ XCK.

WHOOPMUPOBAHHOE COIJIACUE

OT 3aKOHHbIX NpeacTaBUTENEN MNaUMEHTOB MOAYYEHO
MHbOPMMpPOBaAHHOE JOGPOBOMLHOE corflacMe Ha nybnuka-
LMo pesynbTaToB 06CeAoBaHums, le4eHUs U NpefocTaBeH-
HbIX poTorpadun (cornacme nonyyeHo 26.06.2024).

INFORMED CONSENT

Patients’ legal representatives have signed written
informed voluntary consent on publication of diagnosis and
treatment results and provided photos (signed on 26.06.2024).
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MockBa, Poccuiickas ®enepauus
2 PHMMY um. H.U. NMuporosa (Mnporosckuit YHneepcuteT), Mocksa, Poccuiickas PeaepaLums

TeyeHUe BpPOXKAEHHOIo AUCKeparto3a
noa mackou 6one3Hu KpoHa y pebeHKa
MJlajLlero WKoJIbHOro Bo3pacTa
(KnUHU4YecKoe HabnwaeHue)

ABTOp, OTBETCTBEHHbIi 3a NEePENUCKY:

BeccoHoB EBreHunii EBreHbeBnY, Bpay-racTpo3HTEPONON, NeanaTtp, MaagWwuin HayuHbl coTpyaHuk HAW negnatpumn u oxpaHbl 3g0poBbsa aeten HKLL N°2
®rBHY «PHLUX um. akaa. b.B. MetpoBckoro» MuHo6pHayku Poccuu

Aapec: MockBa, JIutoBcKui 6ynbBap, 4. 1A, Ten.: +7 (926) 792-12-05, e-mail: bessonov@gastrockb.ru

O6ocHoBaHHne. BpoxxaeHHbiN auckepato3d (BAK) — KpayHe peAKkui reHeTM4ecKu AeTepMUHUPOBAaHHbIN CUHAPOM, CBSI-
3aHHbIN ¢ pOPMUPOBaAHMEM [AENPECCUM KOCTHOrO MO3ra M KJAMHUYECKMW MPOSsIBASIOWMIACS aHOMaslbHOM MUrMeHTaumen
KOXHbIX MOKPOBOB, OHUXOANCTPOGHMEN, NENKOMNIaKUEN A3bIKa, MOPAXKEHNEM XKENYA0YHO-KULLIEYHOrO TPaKTa, JIErKMUX 1 Ap.
MaTtonorns MOXXET MpPOTeKaTb 04 MacKok Apyrux, 601ee pacrnpoCTpaHEeHHbIX 3a60/1eBaHUI, YTO NPUBOAMT K M03AHEN
BepupmKaLmnmn amarHo3a m BAUSET Ha MPOrHo3. OnucaHme KAMHUYecKoro cay4das. Manb4yuk /., Bo3pacT 7 neT, rocnuta-
JIN3MPOBaH C xasobamu Ha aucoarmio, U3MeHeHMe popMbl HOFTEH, I3BEHHOE MOParKEHNE A3bIKa, HEA0CTaTOYHYIO Npnban-
Ky Macco-pOCTOBbIX 10Ka3aTeel, pas3KuKeHHbIN CTy/. JTabopaTopHO: CHUKEHME reMorio6mHa, naHUMTONeHns, HU3Kas
KOHLIeHTpaLus ISG B cbiIBOPOTKE KpoBH. 10 JaHHbIM 330¢aroracTpoayoJeHOCKONUn — CTEHO3 MnuuieBoja. 3anogo3peHa
60s1e3Hb KpoHa, ogHaKo Ha ¢poHe aHTu-TNF-Tepanum oTMeqanoch yxyalleHne cocTossHus. 1o pe3ynbtatam noJHO9K30MHO-
o CEKBEHUPOBAaHMS BbIsIBJIEH NMaToreHHbIn BapuaHT ¢.1058C>T (chrX:154001427C>T; NM_001363.3; p.A353V) B reHe
DKC1 B reMn3nroTHoM COCTOSIHUMU, HA OCHOBaHMn 4yero 6bi1 nogTeepxaeH BAK. 3aknyeHme. [IpakTUKYyOLWUM Bpayam
cneayet UMETb HACTOPOXKEHHOCTb B OTHOLleHMM B/IK, MOCKO/IbKY ero nposiBIeHUs] 4acTo MOryT MMUTMPOBATbL APYrue,
60/1ee pacrnpocTpaHeHHbIe NaToa0rM4eCcKUe COCTOsIHMUS, B YaCTHOCTU BOCMaanTe ibHble 3a601eBaHus KulleYHuKa. BepHas
TPaKTOBKa COBOKYMHOCTHU KJIMHUYECKUX, 1a60paToOPHbIX U MHCTPYMEHTAa/IbHbIX N3MEHEHUI MOXXET MMOMOYb MPUGIN3UTLCS
K BEPHOMY AnarHosy ele 710 rnoayyeHus pe3ynbTaToB MOJIEKY/SIPHO-TreHETUYECKOro UCCIeA0BaHNsA 1 ONPeaennTb Tepa-
MEeBTUYECKYI TAKTUKY.

KnrwyeBble cnoBa: BPOXAEHHbIA AMCKepaTo3, BOCnaauTe bHble 3a60/1eBaHns KUlLeYHUKa, CTEHO3 NULLeBoa, 3Ba S3bl-
Ka, OHUXo0AUCTPOPUS

Ana uyutnpoBaHus: beccoHoB E.E., CypkoB A.H., ApakensaH A.Jl., letmaHoB C.[., *ypkoBa H.B., HamasoBa-
bapaHoBa J1.C. TeyeHne BpPOXKAEHHOro AMCKepaTo3a MnojJ Mackon 6Gone3Hu KpoHa y pebeHKa Mnaglue-
ro WKO/MbHOro BO3pacTa (KNWMHWYecKkoe HabnwoaeHue). legunatpmndeckas dapmarkonorus. 2024;21(6):503-509.
doi: https://doi.org/10.15690/pf.v21i6.2835

OBOCHOBAHME

Becbma cnoxHon 3agaden B negnaTpmMyeCcKon npakTu-
Ke SiIBNsieTCs CBOEBPEMEHHAsA AMarHoCcTUKa peaKkmx 6ones-
Hew, KOTOpble YacTo XapaKTePMU3YIOTCS MYNbTUCUCTEMHbIM
nopa)KeHMem, UMetoT PasfiMyHble KIMHUYECKUE GEHOTUMbI
M MOTyT MacKuMpoBaTbCs Nojg Apyrue, 6onee pacnpocTpa-
HEHHblE NaTONOrM4YECKMUE COCTOSIHUS.

3T0 B NOMHOM Mepe OTHOCUTCS K BPOXKAEHHOMY AUCKEpa-
To3y (BAK), KOTOpbIN NpeacTaBnsieT cO60M KpanHe pearuni
reHETUYECKU AETEPMUHUPOBAHHbLIA CUHAPOM, CBSiI3aHHbLIN
¢ GopMMpOBaHMEM AEMPECCUMU KOCTHOrO MO3ra M KIWHW-
YECKM MpOoABASIOWMNCS aHOMaNbHOW MUIMEHTaLUMEN KOXK-
HbIX MOKPOBOB, OHMXOAUCTPOPUEN, NTENKOMNAKMEN A3bIKA,
Nopa*KEHNEM XKeNyao4HO-KuleyHoro TpakTa (MKKT), nerkux
n op. [1, 2]. BAK nmeeT MHOXeCTBO CUHOHMMOB (CMHAPOM
LUnHccepa — Koyna — SHrmaHa, Tenomeponartusi, CUHAPOM
KOPOTKMX TENOMEP, CUHAPOM Xorepaana — XpenaapcCoHa,
cuHapom Pesewa v gp.) [1-4].

BAK MoxeT HacnemoBaTbCsi Kak Mo X-CLenjeHHOoMy
peLeccMBHOMY, TaK M MO ayTOCOMHO-AOMMWHAHTHOMY

WY ayTOCOMHO-pPeLeccMBHOMY Tunam. 3a ero pasButue
oTBevatoT 6onee yem 20 reHoB, M3 HUX NSTas 4yacTb naTo-
reHHbIX annenen obHapyeHa B reHe DKC1, KoaupyloLllem
AVCKEPUH U KapTMPOBaHHOM B IOKyce Xq28. YacTtoTa BCTpe-
YaemMocTu 3aboneBaHna cocTaBngeT npumepHo 1 Ha 1 MaH
HOBOPOXJEHHbIX C MnpeobnajaHWeM JiuL, MYXCKOro nona
B COOTHOlWeHun 13 : 1 [3, 4]. B nutepatype onucaHo BCEro
oKkono 200 cnyyaes BAK [5].

MN3BecTHO, 4TO CBA3YWOWMM 3BEHOM BCEX U3Me-
HeHun npu BAK aBnsfetca HapyleHue ANWHbI Tenomep.
OTKpbITUE MaTONOrNMYEeCKUX BapuaHTOB reHa AUCKepuHa
Ha X-XpOMOCOME, NMPUBOAAWMX K CHUMEHUIO aKTUBHOCTH
Tenomepasbl M 06pa3oBaHUI0 KOPOTKMUX TesloMep, cTano
nepBoON CBSA3bID MexAay 6uonorven tenomep U 60NE3HA-
MU YenoBeka [6, 7]. Tenomepbl — 06nacTM Ha KOHUaX
XPOMOCOMbI, 3alimlialolime ee OT NOBPEXAEHUM N XapaK-
Tepuaylolnecs OTCYyTCTBMEM CMOCOOHOCTU K CoeauHe-
HWIO C APYTMMW XpOMOCOMaMK UM ux dparmeHTamun [6].
[OnckepnH — 6enoK, obecrneynBatolMi HopMaabHOE CBS-
3blBaHWe u paboTy Komniekca Tenomepasbl TERT-TERC
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(TERT — telomerase reverse transcriptase, Tenomepas-
Haa o6paTHas TpaHcKpunTada, TERC — telomerase RNA
component, PHK-KOMMNOHEHT TenomMepasbl), a TaKXe ydya-
CTBYIOLWLMI B BUOCHUHTES3E pubOoCcoMm [8].

Y 60nbHbIX ¢ BAK Tenomepbl 3Ha4YUTENbHO YKOPOYEHDI,
4TO NPOSBNSETCA HEYCTOMUYMBOCTbIO reHOMa M ANChYHKLMEN
pn60OCOM, 4YTO, C OAHOWM CTOPOHbI, Bbl3biBAeT anonTo3 Kie-
TOK-NpPeLleCcTBEHHUL, reMonoasa, uctollas nya CTBOMOBbIX
KJIETOK, C APYrorM — MPUBOAUT K He3alMLLEHHOCTU KOHLIOB
OHK, aperpagauunu agpa v arrnioTUHaLMKM XpomaTuHa. Takue
XPOMOCOMbI MOABEPIKEHbI AOMNONHUTENbHLIM MONOMKaM
BO BPEMS MUTOTUYECKOrO LiMKAA, YTO NPUBOAMUT K Pa3BUTHIO
onyxonesoro npouecca [7-9].

[lepBoe onucaHWe Kfiaccuyeckon Tpuadbl CUMNTOMOB
(oHMXxoancTpodUs, NeNKoNIaK1a CIM3NCTON 060/104KMN POTO-
BOW MONOCTW, aHOMaNbHas MUIMEHTALMS KOXM), BXOASALLMX
B cTpyKTypy BAK, caenaHo B Havyane XX B. HEMELKKUM Aep-
matonorom F. Zinsser, KoTopbii Habnogan AByx 6paTbeB
C OHMXoAuCTpodUen, NernKonnakuenm Cam3nuctor 060504-
KW POTOBOM MOJSIOCTU M @HOMaNbHOM MUIMEHTALIMEN KOMXKM.
Mo3ke cBeaeHUs 0 3aboneBaHWM OblIIM JOMNONHEHbI ame-
PUKaHCKMMK y4yeHbiMM M. Engman u H. Cole, a Bnocnega-
CTBWW ONUCaHbI Apyrue «<HeaepMaTonornyeckme» CUMNTOMbI,
BCneacTBue vyero chopmupoBanoch npeacraBsneHve o BAK
KaK O MY/IbTUCUCTEMHOM 3ab60feBaHUK, NPOSBAEHUA KOTO-
poro 06061ueHbl B Tabnuue [1, 2, 4].

MaTtonorns MoxeTt AeBOTUPOBATb KaK C POXAEHUS, TaK
WMy NIO4EN cpefHero M MOXWUNOro Bo3pacTa, XOTd 4alle
BCEro HavanbHble nNpu3aHakn BIK BcTpevaloTcs B Bo3pac-
Te oT 2 fo 15 neT, npu 3TOM CMMMTOMaTUKa pacKpbiBaeTcH
nocTeneHHo, 6onblWwasn 4acTb NauneHToB B AebioTe pa3Bo-
payMBaloT KapTUHY aniacTUY4eCcKoM aHemuu. Takxe moryT
OblTb BbISIBNIEHbI CHUXXEHWE CbIBOPOTOYHOM KOHLEHTpaLumu
raMmma-rno6ynmHoB, NaHUUTONEHNS, MaKpoLMTO3. [AMarHos
yCcTaHaBAMBalOT Ha OCHOBAHWU COBOKYMHOCTU KIMHUYECKUX
M NabopaTopHbIX AaHHbIX, @ A1 OKOHYaTeNbHOro ero noj-
TBEPXKAEHWUS NPOBOAAT MONEKYIAPHO-TEHETUYECKOE UCChe-
fnoBanue [1, 2, 4].

Ta6nuua. KavHuyeckue NposiBNeHUs BPOXAEHHOro AUCKepaTo3a
Table. Clinical manifestations of dyskeratosis congenita

KnuHuuyeckue nposBneHus % naumMeHToB
[enpeccus KOCTHOro mosra 50-90
CeTyaTtas runepnurmeHTauus, nurmeHTaumus
KOXM C XapaKTepHOM noKanu3auuen (Mnuo, wes, 90
BEPXHAS 4aCTb rPYAHON KNIETKH)

OHuxoaucTpodua 88
JNlerikonnakusa (Yale poToBOM NONOCTH) 80
Anudopa BcneacTBne 06CTPYKLMU CNESHO- 30
HOCOBbIX MPOTOKOB (KOHBIOHKTUBUT, 6nedapuT)

YMCTBEHHas oTcTanocTb 25
BonesHu nerkux (4awe nHeBModn6po3) 20
HusKkopocnocTb 19
CTeHO3 nuuieBoa 17
MNMoTepsa Bonoc / noceaeHne / peaKkme pecHuULbl 16
310Ka4yeCcTBEHHbIE OMYyX0u 10
3aaepKKa BHYTPUYTPOOHOro pa3sBuTms 7
ATaKkcua / runonnasua Mo3XKeyka 7
MnoroHagnMam/KpuUnTopxmam 6
Mwukpouedbanuns 6
CTpuKTypa ypeTpbl / dnumos 5
OcTeonopo3 / acenTM4yeCcKuit HEKPO3 / CKONNo3 5

B psage cnyvaeB KauHW4Yeckasa KaptuHa BAK moxer
UMUTUPOBaTbL TevyeHue 60ne3nn KpoHa (BK) — xpoHuye-
CKOro peuuansupytollero 3aboneBaHns HEACHOM 3TUOJO-
FMK, XapaKTepuaylolwerocs TpaHCMypasbHbIM CermMeHTap-
HbIM BOCMNaNEHUEM CTEHKU TOHKOM W/UNKU TOJICTON KMLLIKK
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unu Bcero XXKT ¢ pa3BUTUEM MECTHbIX U CUCTEMHbIX OCNOX-
HeHun [9]. B yacTHOCTH, Ana BK TaKXe xapaKTepHo nopa-
KEHWE CNM3UCTbIX 0600YEK B BUE NNIENKOMNIAKUN, 3PO3UB-
HO-13BEHHbIX AePEKTOB POTOBOW MOSIOCTU WMAKU NULLEBOAA,
roe Moryt GopMMpOBaTbCS CTPUKTYPbI, Bbi3blBas SBNEHUS
ancdarum, Kak v npu BAK [10, 11].

Takum o6pa3om, CBOEBpPeMeHHas AuarHoctnka BAK
ypes3Bbl4alHO BaXHa, B CBA3M C YEM HEOOXOAMMO CMOCO6-
CTBOBaTb GOPMMPOBAHUIO HACTOPOXKEHHOCTU MPaKTUKYIO-
LLMX Bpayen B OTHOLLIEHUM 3TOro 3a60/IeBaHUS.

MpencTaBneHHbIM HUXKeE Cnyvyal IEMOHCTPUPYET TeYeHHe
BAK noa mackon BK 'y pe6eHkKa.

KJIMHUYECKUA NPUMEP

O naumeHTe

Manbuuk [1., Bo3pacT 7 NeT, roCnuTaaM3nMpoBaH C xaJso-
6aMn Ha gucdaruio, uamMeHeHne GOpMbl HOITEW, SA3BEH-
HOe MoparkeHue fA3blKka, HeJoCTaTO4YHy0 NpuGaBKy Macco-
POCTOBbIX MOKa3aTeNlen, Pa3KUKEHHbIV CTY.

AHaMHe3 }XU3HHU

Pe6eHOK OT nepBoV 6GepPeMEHHOCTH, MPOTEKaBLIEN
Ha pOHEe aHEMMUU, XPOHMYECKON NNaLEeHTapHOM HeO0CTaTOu-
HOCTW, NEePBbIX CPOYHbLIX CaMOCTOSATENbHbLIX PoAoB. Macca
Tena npu poxageHnn — 2530 r, agnvHa — 49 cMm, OUeH-
Ka no wkane APGAR — 7/7 6annoB. [locne poxaeHus
Habnwgancya ¢ guarHo3om: «LlepebpanbHag vwemus, nepu-
HaTanbHOE MOpaeHWe LEHTPasbHON HEPBHOW CUCTEMbI».
C poX[eHUss Haxoawmncs Ha MCKYCCTBEHHOM BCKapMauBa-
HUW. NepeHeceHHble 3a601EBaHUSA: YacTble OCTPble Pecnu-
paTopHble HPEKLMN — A0 8 pas B rof, oCTpble GPOHXMUTI
€XeroflHo, NepPUBPOHXMUT, NPABOCTOPOHHSAA NONNCErMEHTap-
Hasi MHEBMOHMUS, NMyrNoYHas rpbixa.

AHamHe3 6one3Hun

Co cnoB maTepu, y pe6eHKa C POXKAEHUS OTMEeYauchb
ABneHns aucdaruun, 4To cosgaBano TPYAHOCTU MPU KOPM-
neHun, obcneoBaHus U TepanuM He NPOBOAMIIOCH. TaKke
C paHHero Bo3pacta — 3MM30/lbl 3HTEPOKONNTA C ANapPEEN
no 30 pa3 3a cyTKu. Habntogancs negvaTtpoMm no MecTy
KWUTeNbCTBaA, MOJy4yan METPOHMAA30/ U MPOBUOTUKM,
Ha GOHE YEero KMLEYHbIA CUHAPOM HYaCTUYHO KyNnMpoBascs.

B BO3pacTe 6 n1eT NoiBUANCL CUMNTOMbI CTOMaTHUTa C BO3-
HUKHOBEHMEM Ha TeNle A3blka Manon adTbl, MPOrpPeCCUBHO
yBe/iMinBaBLIENCS B pa3dMepax n TpaHchopMmMpoBaBLLENCH
B A3BY. MecTHas Tepanus (METPOHUAA30/1, aHTUCENTUKN) —
6e3 adpdeKTa. TakKe COXPaHAIUCH Kanobbl Ha 3aTpyaHEHWE
rNOTaHWUS U Pa3KUKEHME CTyNa, B CBA3M C YEM CTaLlMOHAPHO
o6GcnegoBaH No MecCTy XuTenbcTBa. [pyM ocMoTpe BnepBble
BbISIB/IEHA OHWXOAUCTPODUSA HOTTEBLIX MAACTUH NanblEB
BEPXHUX U HUMKHKUX KOHEYHOoCTen. JlTabopaTopHO: nenkone-
Hus 3,2 x 109/ (Hopma 5,0-12,0 x 109/5), CHUMKEHME KOH-
ueHTpaumm 1gG go 5,1 r/n (Hopma 5,4-18,2 r/n). [poBeaeHa
peHTreHorpadusa nuweBoga — B 067actu 1-ro Gu3unono-
FTMYECKOrO CYXEHMUS Onpefensercs MOCTOSIHHOE CyXXeHue
anameTpoM Ao 3 MM M NPOTAXKEHHOCTbIO 3 MM. o pe3ynb-
TataMm 33odaroractpogyoaeHockonun (Ar4C) — Ha pac-
cTosiHMM 15 cM OT pe3LoB onpeaensieTcss pybuoBoe CyxKe-
HWe, annapaT AMaMeTpoMm 7,8 MM MPOBECTU HEBO3MOXHO.
KonoHockonuna — KaTapasbHbIi KONWUT, aHaNbHas TPeLnHa.
Mo pesynstatam MOPQONIOrMYECKOr0 MccnefoBaHusa 6uo-
NTaToB C/MM3UCTOM OGOMOYKM KULIKKM MPU3HAKOB KOMMUTa
He BbISIB/IEHO.

B Bo3pacTe 7 neT yxyAlleHWe COCTOSHUA B Buie
060CTpeHuns ctomatuTa, cyodpebpunmteta, HapyweHUs CTy-
na, HeJoCTaToO4YHOM NPMGABKMU MacChl TeNna, 3alEPKKK pocTa.
Pe6eHOK NOBTOPHO rocnuTanM3npoBaH Mo MECTY KUTENb-

cTBa. JlabopaTopHO: CHUXKeHue remornobuHa ao 103 r/n
(Hopma 110-145 r/n), HOPMOLMTO3, HOPMOXPOMMUS, NeEN-
Konenmsa 3,5 x 109/n, nosbiweHne CO3 go 55 mm/4 (Hop-
Ma 4-12 mm/4). Mo gaHHbiM Y3W BbISIBNEHO yMeHblueHne
pa3MepoB TUMYCa M HalM4YMe KOHIOMepaToB MMdaTnye-
CKWX Y3/10B WWENHO-NOAYENt0CTHOM 061acTU ¢ 06ENX CTOPOH.
Mo pesynbratam AMJC — KOMMNEHCUPOBAHHbIV BbICOKUM CTe-
HO3 nuueBoaa Il cT. KonoHockonmMa — natonorMm He BbisiB-
neHo. Mo pesynbrataM MopdONOrM4ecKoro uccneaoBaHums
B 6uonTtate cAM3ncTon 060SI0YKM M3 BOCXOAALLEro oTaena
TONCTON KULIKKM OTMEYaETCs YMEPEHHbIN OTEK COOGCTBEHHOM
NAACTUHKKU CNU3UCTOM 0600YKM C 04aroBOM BocnanuTeb-
HOW MHOUNBLTPALIMEN U €AMHUYHBIM KPUMT-abCLEeCCOM.

MpoBefeHa MyHKUMS KOCTHOTO MO3ra — rpaHyfioum-
TapHbIA POCTOK C lereHepaTUBHbIMU U3MEHEHUAMK B BUAE
APKO BblparKeHHOW TOKCOreHHOM 3€PHUCTOCTH, B YacTu Kie-
TOK — C 06pa3oBaHneM nanoyek Ayapa, niasmaTnsdauunen
uMTonnasmbl U BaKyonmaaunn B Hel. MHaeKc HenTpodunos
0,4, 4TO XapaKTepPHO Npu 3alEPHKKE BbiXoaa 3pesbiXx HENTPO-
dunos B nepnudepmnyecKyio KpoBb.

C y4yeToM 4acTblX GPOHXMTOB U NMHEBMOHUU B aHaMHe3e
Obl1 UCK/IIOYEH MYKOBMCLIMAO3, B TOM 4YMC/le Ha OCHOBa-
HUU MONEKYNSAPHO-TEHETUYECKOTO UccneaoBaHus (MyTauum
B reHe CFTR He BbiaBNeHO). TakMmM 06pa3oM, MO COBOKYIM-
HOCTM pe3yNnbTaToB MNPOBEAEHHOro o6cneaoBaHus 6bino
3anoao3peHo TeyeHne BK n HasHavyeHa nNpoTuBOBOCMNANN-
TenbHas Tepanus (MMIOKOKOPTUKOCTEPOUIbI U CanuLmnathl).
Cnycta mMecsl, nocne Hadvana nevyeHuss oTMevanocb Hapac-
TaHWe Bblpa)EHHOCTHU 3PO3UBHO-A3BEHHOIO CTOMAaTu1Ta.

dusnkanbHaa AUArHoCTUKa

BnepBble B defepanbHbii LEHTP pebGeHOK MNoCcTynui
B Bo3pacTe 7 neT. lpu ocmoTpe macca Tena — 20 Kr,
pocTt — 122 cMm. UMT — 13,6. d13nyecKoe pa3BUTUE HUXKE
cpefHero, cocTosiHMe nNuTaHusa noHuxeHo (WAZ —1,41; HAZ
-0,57; BAZ -1,67).

Mpn ocmoTpe (puc. 1) KOXHble NOKPOBbI C 6/eAHbIM
OTTEHKOM, B 06/1aCTU 1I€BOM NOJIOBMHBI fiMLa (pyc. 2) U Naxo-
BbIX CK/Na[OK OTMEYasuCb NMPU3HAKU CETYATOW TrMMmepnur-
MeHTauun. OHMxoaMCcTpodUa HOrTEBbLIX NAAcTMH NanbLEB
BEPXHUX U HUXKHUX KOHeYHocTen (puc. 3A, b), runepanactuy-
HOCTb KOXHOW CKMaAKuW. B poToBOM NONOCTU Ha TeNe A3biKa
C NepexooM Ha neBbi 60K ob6lwupHas (5 X 6 cm) 93Ba,
NeMKOonNaKkusa, MHOXeCTBEHHbIN Kapuec (puc. 4). bnedaput
OU. MoakorxkHas XupoBas KNeTtyaTka pasBuTa cnabo, pac-
npeneneHa paBHoMepHo. OTMeYaeTcs yBEIMYEHME LIENHbIX
nMmdaTUYeCcKuX y3n10B ¢ 06enx CTOpoH. MNepmMobunbHOCTb
cycTaBoB. KOCTHO-MbllleYyHas cUcTeMa M cepaeyHO-Neroy-

Puc. 1. BHewWwHU B1A naumMeHTa B Bo3pacTte 7 neT
Fig. 1. The appearance of the patient at the age of 7 years
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g CLINICAL CASE

KNTUHUYECKUU CNTYHAHU

Puc. 2. BHelwHui Bua 6onbHoro. Cetyatas runepnmurmeHTaumns
KOXM crneBa

Fig. 2. The appearance of the patient. Reticulated
hyperpigmentation of the skin on the left

Has geaTenbHOCTb 6e3 ocob6eHHocTen. MUBOT He B3ayT,
npv nanbnaumn 6e3601e3HEHHbIN BO BCex oTaenax. [eyeHb
n ceneseHKa He yBenunyeHbl. CTyn pasxKuxeHHbln, 2—3 pasa
B CYTKM, 6e3 npumecen. [AM3ypUYECKUX HBNEHUN HeET.
O6pawaeTr Ha cebs BHUMaHWE Bblpa)keHHasd WMHOaHTUNb-
HOCTb pe6eHKa — NCUXoNorMyecKoe passutue Ha 3—4 roga.

JlaGopaTopHble uccnefoBaHUA

JTaGopaTopHO OTMEYaNocb CHWXEHWUE YPOBHS remMorno-
6uHa go 102 r/n (Hopma 110-145 r/n), KoNMyYecTBa apUTPO-
untoB — 3,1 x 1012/n (Hopma 4,0-5,2 x 1012/n), neikouu-
ToB — 3,3 x 109/n, TpomMGoLnTOB — 152 X 10°/n (Hopma
160-390 x 109/n), a TaK»e CbIBOPOTOYHOM KOHLEHTpaLMUK
IgG — po 2,6 r/n.

UHCcTpyMeHTaNbHbIe ucciefoBaHuUsA

Mo pe3dynbTataM OLLEHKM NaccaXka PEHTreHOKOHTPACTHO-
ro BellecTBa no BepxHUm otaenam XKKT BbiiBneHa KapTuHa
CTEHO3a BEpPXHeN TpeTu nuuesoaa, ractpoazodareanbHoOro
pedniokca | cteneHun. Mo gaHHbiM ATAC — cTeHo3 (py6uo-

Puc. 4. JleiKonnakus v 93Ba A3blKa
Fig. 4. Cobble-stone tongue and dental ulcer

Puc. 3. OHnxoancTpodmsa HOrTeBbIX NIACTUH NanbLEeB BEPXHUX (A)
M HUXHKUX KOHe4YHocTen (B)

Fig. 3. Onychodystrophy of the nail plates of the fingers of the
upper (A) and lower extremities (B)

BbIN?) BEPXHEW TPETU NULLLEBOAA, HEMPOXOANUMbINA AN IHAO-
cKkona 7,8 Mm (puc. 5).

lNpoBegeHa 6uoncua a3blKa, No pedynstataM mMopdo-
NIOTMYECKOro uccnefoBaHus — dparmMeHT TKaHen s3blka
C 1I3BEHHbIM AeDEKTOM M 3amMelleHMeM HOPManbHON CTPYK-
TYpbl CIM3UCTON 06ONOYKM FPaHYNALMOHHON TKaHbIO C Mpo-
nmoepaumen MONHOKPOBHLIX Kanuanapos U anddy3HoOM
NOIMMOPGOHOKNETOYHON WHUABTPaLMEN, MoaJexalmn
MbILWEYHbIN CloN — 6€3 NPU3HAKOB BblparKEHHbIX NaTono-
rMYECKUX UBMEHEHUN.

MpeaBapuTenbHbIA AUarHo3

Bbin NpoBeaeH KOHCUAWYM cneLmanncToB, No peaynbra-
TaM KOTOPOro ycTaHoBfeH anarHod: «bK potoBow nmonoctu
n nuwesopar. C yyetom dopmbl BK cneundunyeckoro neve-
HWS Ha3Ha4yeHO He 6blNo, NPOBOAMICSH KYPC racTponpoTeK-
TOpHOW (330Menpa3os, TPUMEBYTUH) U MECTHOM Tepanuu
(MeTpoHngason). Takxe 3anof03peHO TeHeHNe NePBUYHOIO
UMMYHOAEDULIUTHOIO COCTOAHMUSA, HA3HA4YEHO CEKBEHNPOBA-
HWe KIMHUYECKOro aK30Ma.

Puc. 5. Pesynbtatbl AMJC. CTeHO3 BEpPXHEN TPETU NULEBOA
Fig. 5. The results of the EGC. Stenosis of the upper third of the
esophagus



Puc. 6. Pe3ynbtathl ATC. f3Ba cpegHen TpeTu nuwesoaa
Fig. 6. The results of the EGC. Ulcer of the middle third of the
esophagus

AnHamMuKa u ucxoabl

Mo pekomeHAaunn TopaKalbHOIO XMpypra HeoAHOKpaT-
HO MpoBOAMNIOCH BY)XMpOBaHME MNULLEBOAA, Ha (OHEe 4Yero
aBsieHUs aucdarnn 6blan KynupoBaHbl. OgHaKo B TeyeHue
nocneaywuwmx 6 mec y pebeHka oTtmevanocb MNporpeccu-
poBaHue 3abosieBaHWs B BUAE MOSIBIEHUS HOBbIX adTO3-
HbIX 31€EMEHTOB Ha CIM3UCTON 060/I04YKE POTOBOW MOJIOCTH,
HapacTaHWs BblpaXKEHHOCTH NaHLUUTONEHUN: IPUTPOLUTLI —
2,8 x 1012/n, neitkoumtbl — 3,05 x 10°2/n, HeitTpoduabl —
0,76 x 109/n (Hopma 1,5-6,1 x 109/n), TPOMGOLMTHI —
132 x 109/n (Hopma 160-390 x 109/n). TaKke OTMEYEHO
CHUXEHWE KOoHLEeHTpauum remornobuHa go 100 r/n (makpo-
umto3), 1IeG — po 2,81 r/n (Hopma 5,4-18,2 r/n), yxyaweHue
3HAOCKOMUYECKOM KapTUHbl — MOSABNEHWE HOBOMW 30HbI
Cy>KeHua n gepopmauunm nNpocBeTa cpeaHeN TpeTu nuule-
BOJa, pa3BUTUE A3Bbl CpeHEeN TpeTu nuweBoaa (puc. 6).
KonoHockonunss — KaTapalibHblM OFpaHUYEHHbIA MPOKTHUT,
NOCTbA3BEHHbLIN pybel B 061aCTU PEKTOCUIMOMAHOro
nepexoga.

Takum 06pa3oM, HECMOTPS Ha HaaMyinMe MPU3HAKOB,
CBMAETeNbCTBYIOWMX O TeYeHnn HeanddepeHUnpoBaHHOIoO
UMMYHOAEDULIMTHOIO COCTOSAHMSA (pe3ynbraTbl UccneaoBa-
HUS KNIMHUYECKOro 3K30Ma elle He Oblu MoJyYyeHsbl), 6bian
onpeaenieHbl XU3HEHHble MOKal3aHua A0S Hadvana aHTu-
TNF-Tepanuun aganumymabom 40 mMr Kaxkable 2 Hea. OgHaKko
B TeyeHne 4 mec fieyeHns y pebeHKa oTMevanucb Hapac-
TaHWe LMTOMEHMU, YCUIEHUE KOXKHOIO CMHAPOMA, B CBSA3M
C YyeMm npenapar 6bls1 OTMEHEH.

OKOH4YaTeNbHbIA UArHo3

Yepes 5 Mec ¢ MOMeEHTa NepBOro NocTynieHus B deae-
panbHbIM LLEeHTP 6blan NoyYeHbl pe3ynbTaTbl CEKBEHUPOBA-
HUSA KJIMHUYECKOro 3K3oMa: B 3k30He 11 reHa DKC1 (OMIM
*300126) BbIABNEH HYKNEOTUAHbIW BapuaHT ¢.1058C>T
(chrX:154001427C>T, NM_001363.3; rs121912288)
B Fr€MU3UIFOTHOM COCTOSIHUW, NPUBOASALLMIA K aMUHOKUCIOT-
HOMYy BapuaHTy p.A353V, onmMcaHHbIY B KOHTPObHOM BbIGOP-
Ke gnomAD, v.2.1.1, c yactoton 0%. HyKNeoTuaHbIn BapuaHT
onucaH B mexayHapoaHown 6a3ze HGMD professional, Bep-
cua 2021.1 [CM990482], y nauMeHToB C BPOXAEHHbIM
aouckepaTtosoM [12, 13]. B cOOTBETCTBMM C POCCUUCKUM

PYKOBOACTBOM MO MHTEPMNPETaLIMM AaHHbIX NocneaoBaTeb-
HocTh [AHK yenoBeKa BbIIBIEHHbIN HYKNEO0TUAHbIN BapuaHT
cneflyeT pacLeHuBaTb KaK natoreHHbl. CornacHo 6ase
AaHHbix OMIM, myTaumm B reHe DKC1 onucaHbl y NauneHToB
C BPOXAEeHHbIM AnckepaTo3om (OMIM #305000), Hacnenye-
MbIM M0 X-CUEenjieHHOMY peleccuBHOMY Tuny. Pe6eHoK 6bin
HanpaBJ/ieH Ha Jo06CcNeA0BaHNE U HAa3HaYeHKe cneundunye-
CKOM Tepanuu B yCNOBUSAX NPOGUIBHOIO remMaTonormyecKo-
ro oTaeneHus.

OBCYXAEHME

MpeacTtaBNeHHbIN KIWMHUYECKUI cnydyanh AeMOHCTPUpY-
€T BaXKHOCTb KOMMJIEKCHOrO noaxojaa K auarHoctuke BAK
C y4aCTUEM MEXANUCLMUNIMHAPHON KOMaHAbl CneLmanncToB.
BAK MOXeT cKkpbiBaTbCA NOA4 MacKoOM MHOrmx 3abosieBa-
HUW, B YacTHOCTU BK, Kak 3710 6bI10 NPOAEMOHCTPMPOBA-
HO B HalleM K/JMHWYECKOM HaGMO[EHUU, B CBSA3KU C YEM
BepUbMKaLMSA AnarHo3a MOXKET 3aHATb AMTeNbHOE BPEMS
1, COOTBETCTBEHHO, MPMBECTU K HEAOCTATOYHON 3PPEKTUB-
HOCTM creundunyeckon Tepanuun. belycnoBHO, reHeTnye-
CKOe TECTMPOBaHMWE KaK BanvaaTop AMarHoCTUYECKMX Npea-
MOJIOKEHUN HE3AMEHUMO B KJIMHWYECKOW MPaKTUKe Bpaya,
OAHAKO HeNb3s 3abblBaTb MNP0 OGBLEKTUBHbIE KPUTEPUU
OLIEHKM COCTOSIHMS MaLMEHTOB — YacTO MMEHHO B HUX KPO-
€TCsl OTBET, KOTOPbIA MOXET MNO3BOUTL elle A0 MONyHeHUs
pesynbTatoB NoAroToBUTb 60/IbHOrO K NPeACTOSLMM Tepa-
NeBTUYECKMM BMeELLATENbCTBAM M CHU3UTb PUCK Pa3BUTUS
OCNIOXKHEHUN.

HepoctaTtoyHOCTb KOCTHOrO MO3ra W/Wan UMMyHone-
dUUUT ABNSIOTCH OCHOBHbLIMW MPUYMHAMKU PaAHHEN CMEPTH.
[ns naunMeHToB CO 3HA4YUTENbHOW NepudeprUYecKon LUUTo-
NneHWen BaXkHa Nojaep:KunBatolLas Tepanus B BUAE Nepenu-
BaHWM KOMMOHEHTOB KPOBW. MNpn BO3HUKHOBEHUW NMUPEKCHUMU
TaKXe Heo6XxoaMMO ObICTPOE Ha3Ha4YeHWe NPOTUBOMMUKPOG-
HbIX NpenapaTos [1, 14].

Y MaumMeHToB CO 3HAYUTENbHbIMKU MePUPEPUYECKUMHU
LIMTOMEHUSIMX B KayecTBe MepBOM NIMHUM MEAMKAMEHTO3-
HOM Tepanuu 4acTo MCMONb3YKT aHabONMYECKUN CTEpPOU],
OKCUMETOJIOH. Y MHOIMX NauMeHToB Ha GOHE ero npumMeHe-
HUS MOXHO HabnoaaTb TPEXIMHEWHbI FreMaTo/IorMYeCKUm
OTBET. B HEKoTopbIX chyyasx ynyylleHWe KPOBETBOPEHUS
npu NPUMEHEHUN OKCUMETOSIOHA MOXKET ANWUTLCS rofaMu.
HepaBHO 6biN0 MOKa3aHO, YTO APYron npenapart M3 3Town
e rpynnbl — AaHa30/l — TaKXe MOXET Bbl3blBaTb TPEX-
NIMHENHbIE TeMAToNOrMyeckne peaxkuum npumepHo B 70%
cnyyvaeB BK # cBI3aHHbIX C HUM OCNIOXHEHMI. [TOCKONbKY
fJaHas3on ob6nagaeT MEeHbLIMM MOTEHLMaNoM BUPHUIM3ALUK
W, KaK NpaBW/IO, MMEET y4ylWuh Npoduib TOKCUYHOCTH,
B HacTosILLLEE BPEMS €r0 BCE Yallle HAa4MHaOT UCNONb30BaTb
BMECTO OKCMMETOSIOHa [14, 15].

NleyeHne naumeHtoB ¢ BAK npu Taxkenom dopme
[lenpeccum KOCTHOro Mo3ra BK/o4YaeT B ce6a NpoBeaeHne
aNJIOreHHON TpaHcnaaHTauuMu remMomno3TUYECKUX CTBOJO-
BbIX KneToK (TICK) B cneumanbHbIX peXXnmax, 4to, 0gHakKo,
COMPSXKEHO C BbLICOKOW agonen pucka. OnucaHa 3Ha4yu-
TeNlbHas CMEpPTHOCTb, cBA3aHHasa ¢ TICK, ana nmauneHToB
¢ BAK no cpaBHeHMUIO ¢ ApyrMMuU CUHAPOMaMKU HeJoCTaTou-
HOCTW KOCTHOTO Mo3ra. OAHON M3 OCHOBHbIX MPUYUH 3TOrO
ABNSETCA BbICOKWUI YPOBEHb IErOYHbIX/COCYAUCTbIX OCOXK-
HEHWN M 3/I0KAYeCTBEHHbIX HOBOOOpa30BaHWMN, KOTOPbIE
BO3HMKaIOT Y Takux nauueHToB [14]. Ona nedyeHuns pep-
MaToNOrM4YECKUX MNPOSBNEHUIA MCMNONb3YIOT TOMUYECKYIO
Tepanuio ¢ pubodaBUHOM, PETUHONIOM, apOMaTUYECKUMMU
peTMHonaamu, UMHKoMm [1-3].

lMporHo3 B LiesioM HebnaronpuaTHbIN. CpeaHsas Npoaon-
UTENbHOCTb *XU3HKU Npu BAK coctaBnset ot 10 go 50 net
4,2, 4].
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g CLINICAL CASE

KJIUHUYECKUU CNIYHAHU

3AK/IIOMEHUE

MpaKTUKyOWWM neauaTpamM M racTpo3aHTeposioram cne-
[yeT UMEeTb HaCTOPOXEHHOCTb B OTHOWeHMK BAK, nockonb-
Ky ero nposiBNeHNs 4aCcTo MOTyT UMUTUPOBATb Apyrue, 6onee
pacnpocTpaHeHHble NaToIorMyeckne COCTOHNUS, B YaCTHO-
CTW BOCMnanuTenbHble 3ab6oneBaHus KulleyHnka. HeBepHas
TPaKTOBKa KJIMHUYECKMX, NabopaTopHbIX U MHCTPYMEHTaAb-
HbIX UBMEHEHWN MOXET NPMBECTU K NO3AHEN BEPUDUKALINK
JMarHosa, 4To BIUAET Ha MPOrHo3 1 UCXObl.

UWHOOPMUPOBAHHOE COIJIACHE

OT 3aKOHHbIX NpeacTaBuTeNnen nauueHTa (poauTenen)
noJly4eHO NUCbMEHHOE WHDOPMMPOBAHHOE A06POBOJbL-
HOe cornacue Ha ny6avKauuio pesynbTaTtoB 06c/iefoBaHums
n neyeHns pebeHKa, a TaKKe ero u3obpaxKeHnn B MeamLuH-
CKOM JXypHane, BK/to4Yas ero 3MIeKTPOHHYIO BeEpCUio (aaTa
noanucaxus: 21.12.2021).

INFORMED CONSENT

The child’s legal representatives (parents) have signed
written informed voluntary consent on publication of results
of child’s examination and treatment, as well as his images
inthe medical journal, including its electronic version (signed
on 21.12.2021).
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FeHeTUYeCcKUe U anureHeTu4ecKue
daKTOopbl pUCKa pa3BUTUA NPOCTOro
OXXMPEHUA y AleTei: 0630p nuTepaTtypbl

ABTOp, OTBETCTBEHHbII 3a NEPENUCKY:

[Kkymarasues AHBap A64paluMToBMY, AOKTOP MEAULIMHCKMX HayK, npodeccop Kadeapbl NponeaeBTUKM AETCKUX 601€3He, MOAUKIMHUYECKON
1 HeoTnoxHon neguatpumn ®re0Y BO ActpaxaHckuit TMY MuH3gpaBsa Poccum

Appec: 414000, AcTpaxaHb, yn. bakuHcKas, 4. 121, Ten.: +7 (961) 652-59-50, e-mail: anver_d@mail.ru

OxupeHue B IETCKOM BO3pacTe CO 3HaYMTeIbHOM 0/1e/M BEPOSITHOCTU COXPaHSETCS BO B3POC/I0M U3HU. ICTOKU pa3BUTUS
OXKMPEHUS y AETEHN MHOIOrpaHHbl M NPOAOIKAIT MHTEHCUBHO M3y4aTbes. Ero MaccoBoe pacrnpocTpaHeHue 3a nocaegHue
JecATUneTus CBsI3aHo MpeXKe BCEro ¢ HapylieHnemM banaHca Mexxay NocTynatlLlen n pacxogyemon aHepruen. CoyetaHue
rEHETUYECKNX U IMUIEHETUYECKMX HAKTOPOB, CMOCOBHbLIX BANUATb Ha HOPMUPOBAHUE OXKMPEHMS, SIBASIETCS MHTepec-
HOM M pa3BuBaroLllercss obnacTblo uccaegoBaHui. poBegeH cuctemaTndecknit 063op antepatypbl 3a 2013-2023 rr.
¢ ucrnosnb3oBaHnem eLibrary n PubMed. O6Hapy»XeHO, YTO pOCT pacrnpoCcTpaHEeHHOCTH AETCKOIro OXXMPEHUS 3a rnocaegHue
AECATUAETUS] CBSA3aH C M3MEHEHMAMM 0bpas3a XU3HU 4Yesl0BEKA, KOTOPbIE MPUBOASAT K SMUrEHETUHECKUM U3MEHEHNAM
reHoma. PaclumgpoBKa B3auMoAENCTBUS FEHOB C OKPY KaloLLen cpeor Hapsay ¢ MUHAMBWAYa bHbIM FreHOTUIOM N03BOJINT
epCcoHaan3npPoBaHHO MPOrHO3MpPOBaTh OXXUPEHHME, CBSIB3aHHOE C KOHKPETHLIM r€HOMOM, 3MTMreHOMOM M 06Pa30M KU3HH,
pa3paboTaTth Le/ieHanpaBieHHbIe MPOPUIaKTUYECKME MEPOMPHUATHS HauYMHasi C aHTeHaTa/lbHOro Bo3pacTa.

Knr4yeBble cnoBa: €T, M36bITOYHas Macca Tefla, OXKUPEHNE, PUCKU, FEHETUHECKUE PaKTOPbl, ANMUreHETUHECKUE PaKTOPbI

Ansa yntupoBaHus: JxxymarasumeB A.A., bespykoa [.A., lnanHa H.M., OtTto H.}O., CocnHoBcKasa E.B., dununyyk A.B.
[eHeTMYeCKne M anUreHeTuyeckne GaKTopbl PUCKa Pa3BUTUS MPOCTONO OXUPEHUSA Yy AeTel: 0630p nuTepaTtypbl.

Meanatpuyeckas papmarxonorns. 2024;21(6):510-515. doi: https://doi.org/10.15690/pf.v21i6.2828

CornacHo OfHOMY M3 MOCNeAHWUX aKTyalbHbIX ornpe- reHHOe) OXXMUpeHUe, CBA3AaHHOE C U3ObITOYHBIM MOCTYNIEHH-

LeNeHUn, OXMUpeHne — 3TO «XPOHMYECKas, nporpeccu- €M Kanopun B YCNOBUSAX MMNOLMHAMUM U HACNeACTBEHHOWM
pylolas, peunaMBupylowas M noggarowanca nevyeHuto npeapacnonoXeHHOCTH [2].
MHOrodaxkTopHas 601e3Hb, MPU KOTOPOM YBENUYEHUE B 2013 r. oxupeHue 6bI10 NPU3HAHO CIOXKHOK, Tpeby-
UPOBbIX OT/IOKEHUM B OpraHnamMe crnocobCTByeT AuC- lowen MeguLMHCKON NOMOLLU XPOHUYECKOM 6onesHbio [3],
®YHKLMU XUPOBOW TKaHU, 4TO MPUBOAMT K Hebnaronpu- NoCNeLCTBMA KOTOPOM CO BPEMEHEM HapacTaloT, NO3TOMY
ATHBIM MeTaboNMYECKUM, BUOMEXAHNUYECKUM U MCUXOCO- NOAXOA K BbISIBJIEHWUIO U JIEYEHUIO HA NPOTAXEHUU BCEN KU3-
LManbHbIM MOCNEACTBUAM ANa 340poBbs» [1]. Haubonee HW JO/MKEH HA4YMHATLCA KaK MOXKHO paHblUe W NPOoLoIKaTb-
4acTo BCTpeyaeTcs MpocToe (KOHCTUTYLMOHaNbHO-3K30- csl B Te4eHue Bcero aetcrtea [4].

Anvar A. Dzhumagaziev?, Dina A. Bezrukova?l, Natalia M. Shilina2, Natalia Yu. Otto?,
Ekaterina V. Sosinovskaya?, Anatoly V. Filipchuk?
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2Federal Research Center of Nutrition, Biotechnology and Food Safety, Moscow, Russian Federation

Genetic and Epigenetic Risk Factors for the Development
of Simple Obesity in Children: a Literature Review

Childhood obesity can be persisted into adulthood with a significant degree of probability. The origins of childhood obesity are
multifaceted and continue to be intensively studied. Its massive spread over the past decades is primarily due to a violation of the
balance between incoming and outgoing energy. The combination of genetic and epigenetic factors that can influence the formation
of obesity is an interesting and developing area of research. A systematic review of the literature for 2013-2023 was conducted using
eLibrary and PubMed. It has been found that the increase in the prevalence of childhood obesity in recent decades is associated with
changes in human lifestyle, which lead to epigenetic changes in the genome. Decoding the interaction of genes with the environment,
along with an individual genotype, will allow personalized prediction of obesity associated with a specific genome, epigenome and
lifestyle, and the development of targeted preventive measures starting from the antenatal age.

Keywords: children, overweight, obesity, risks, genetic factors, epigenetic factors

For citation: Dzhumagaziev Anvar A., Bezrukova Dina A., Shilina Natalia M., Otto Natalia Yu., Sosinovskaya Ekaterina V., Filipchuk
Anatoly V. Genetic and Epigenetic Risk Factors for the Development of Simple Obesity in Children: a Literature Review. Pediatricheskaya
farmakologiya — Pediatric pharmacology. 2024;21(6):510-515. (In Russ). doi: https://doi.org/10.15690/pf.v21i6.2828



Pa3BuTHe U CoxpaHeHWe OXMPEHWS BO MHOroM 00b-
ACHHAETCH CJIOXHOW COCTaBAfAOLWEN, B KOTOPOW OUONOTK-
yecKas NpeapacnofioKeHHOCTb M GaKToOpbl OKpyKatoLewn
cpefbl, B TOM 4YuCNe COLMaNbHO-IKOHOMWYECKME, B3awu-
MOAENCTBYS, CNOCOBGCTBYIOT OTNOXKEHUIO M Nponndepalmm
UPOBOW TKaHu [5].

CunTaetcsl, 4TO OXMpPEeHWe BO3HMKAET, Korga «covyeta-
HUE FreHEeTUYECKMX U ANUreHeTUYECKNX GaKToOpoB, Moaenen
NoBeAEHYECKOro pUCKa M 6oNee WHUPOKUX IKONOMMYECKUX
W COLMOKYNbTYPHbIX BIUSHWIA BO3AEVNCTBYET Ha ABE CUCTe-
Mbl PEryAsiUMK Maccbl Tena: 3HepreTM4ecKMm romeocTtas,
BKJIlOYAs CUTHanNbl NENTUHA U KENYA0YHO-KULLEYHOro TpakK-
Ta, AEVCTBYIOLWLME NPEUMYLLECTBEHHO Ha 6eCCO3HaTeNIbHOM
YPOBHE, U KOTHUTUBHO-3MOLMOHANbHbIA KOHTPOb, KOTOPbIH
perynmpyeTcs BbICLWMMW MO3rOBbIMU LLEeHTPamMK, AENCTBYIO-
LLMMW Ha CO3HaTeNbHOM ypoBHe» [B].

Ocobyto TpeBOry Bbl3blBAET AETCKOE OXKUPEHNE, KOTOPOE
BO MHOMMX C/y4asix cOXpaHseTcs y B3pochbix. OxupeHue,
chopmMMpoBaHHOE B AETCKOM BO3pacTe, KOTOPOEe NepexoanT
BO B3POCNYI0 XWM3Hb, XapaKkTepuayetcs Gonee TaxeNblMm
Te4YeHUeM, HalMyneM KOMOPOUAHbLIX COCTOSTHUI U XYALWWM
NPOrHo3om. [locneacTBuUS OXUPEHMA CBA3aHbl Npexae
BCEro C KapavoMeTaboNMYeCKMMMU U MCUXOCOLMaNbHbIMU
COMyTCTBYOWNMM 3a60N1€EBaHUAMM, @ TaKKE C Npexaespe-
MEHHOW CMepPTbIo cpean B3pOoCbIX [7].

He cny4anHo BcemupHas opraHu3auus 3apaBooxpa-
HeHusa (BO3) cozgana Komuccuio no AMKBUMAALMKU AETCKOIO
OXWMPEHHUS, U, MO BCEN BUAMMOCTM, el npuaeTca Hanps-
KEHHO paboTaTb elle MHOrMe rofbl. Anuaemus AETCKOro
OXMPEHUS NpoJoMKaeT HabMpaTb 060POThLI U OCTAETCA BaX-
HOW Npob6siemon B chepe 34paBOOXPaAHEHUA U IKOHOMUKMU.
Jo naHpemun COVID-19 pacnpocTpaHEeHHOCTb OXMpPEeHUs
cpeaun aeten v NoLpOCTKOB BO MHOMMX CTpaHax C BbICOKUM
ypoBHEM Aoxoja cTabunusumpoBanacb. OgHaKo B CTpaHax
C HU3KWUM M CPESHUM YPOBHEM J0X0A4a PacnpoCTPaHEHHOCTb
OXMpeHus Bospocna [5].

OXupeHue y peTen, UmMes [LONTOCPOYHbIN XapakTep,
HeceT CTOWMKMEe HeraTMBHble NMOCNEACTBWA 4NA 340POBbS,
yXy[llas Ka4ecTBO MU3HU pebeHKa [8].

B uccnepoBaHuu, onybiMKOBaHHOM B KypHane The
Lancet B npeaaBepuvn BceMupHoro AHA 60pbObl C OXMU-
peHnem (11 okTa6pa 2017 r.), npoaHannM3npPoOBaHbl NOKa-
3aTenn mMacchbl Tena u pocta noytu 130 MH YenoBek —
3T0 caMoe 60/bloe ANULEMUONIONMYECKOE UcciefoBaHme
no 4Mcny y4yacTHUKOB. Cpeau geTen u NnoLpoCTKOB B BO3-
pacTte oT 5 40 19 neTt pacnpocTpaHEeHHOCTb M36bITOYHOM
Macchbl Tena U OXupeHus pe3ko Bo3pocna ¢ 4% B 1975 T.
no 6onee 18% B 2016 r., gocTUrHyB 3HavyeHns 340 MAH
yenosek [9].

CornacHo paHHbIM BceMupHOro atnaca OXupeHus
3a 2023 1. [10], B 2020 r. okono 988 m/H YyenoBekK (B BO3-
pacTe > 5 n1eT) BO BCeM MUpe CTpagasin OXKMPEHNEM (MHAEKC
maccbl Tena (MMT) > 30 Kr/mM2), KoTopoe, Mo OLEeHKaM, Pe3Ko
yBenuuntes K 2035 . — go 1,914 mnpa.

B cBs13u1 co «BceMnpHbIM HEM 60PbOLI C OXKUPEHUEM —
2023» EBponenckoe 6topo BO3 npuBOAUT AaHHbIE Ucche-
[OBaHuWs No anuMAaHaA30py 3a AeTCKUM oxupenuem (COSI),
KoTopoe ¢ 2018 no 2020 r. oxBaTtnno noytu 411 Thic. aeten
B 33 cTpaHax EBponbl, rae oTMevaeT, YTo n36bIToYHas mac-
ca Tena Uin OXXMpPEHMEe NMEIOTCA NMOYTH Y KaXKAoro TpeTbero
pebeHKa (29%) MnaLwero WKoNbHOro Bo3pacta [11].

B Poccuiickon depepaunn M36blToyHAs macca Tena
N OXMWpEHWe BCTpeyaloTca B cpeaHem y 25,3% AeTcKoro
HaceneHus. 3a nocnegHue 15 net 4yucno AeTenm ¢ 3TUMMU
COCTOSIHUAMM B POCCUM UMEET TeHAEHLUMUIO K YBEINYEHMIO,
npuyem pocT 06yCNoBIEH NPEUMYLLECTBEHHO YBENUYEHNEM
NONM AeTen paHHero v AoLWKoNbHOro Bo3pacTta [12].

NCTOKN OXMpPEeHUs 3akfafblBaloTCA B [LETCKOM BO3-
pacTe, HepeaKo C aHTeHaTanbHOro nepuoga. Bosgencrays
Ha BO3MOXHble ynpaBnsemble GaKTopbl PUCKA OXKUPEHUS,
KOTOpble MOryT ObITb B AETCKOM BO3pacTe, BO3MOXHO npea-
oTBpalleHne pa3BuTna 3aboneBaHus. B 10 ke Bpems aaH-
Hble N0 COBPEMEHHbIM GaKTopam PUCKa OXKMPEHUS y AeTen
npotusopeunsbl [13, 14]. o cux nop 60OMbLIMHCTBO MNOA-
X0A40B OblM COCPEefOTOYEHbl Ha WM3MEHEHWUU MOBELEHUSA
NIOAER B OTHOLWEHUU AMeTbl U GU3MYECKUX YNPaXKHEHUN.
OpHako npeacTaBnsieTcs, YT0 3TU cTpaTeErnn Mano NoBAUANIU
Ha pacTyLyo 3aNNAEMUIO OXKUPEHUS. TPYAHO CHUBUTb U36bI-
TOYHYIO Maccy Tena nocne crabunusauuun seca. [loaTomy
JeTen cnefyet paccMatpuBaTb Kak MPUOPUTETHYO rpynny
HaceneHus ana cTpaTern BMellaTenbCTBa ¢ CaMoro paHHe-
ro Bo3pacTa 4115 BbIIBNEHUSA PUCKA OXKUPEHUS.

NCTOKM pa3BUTUA OXKUPEHUS y [OeTel MHOrorpaH-
Hbl M MPOLO/KAKOT MHTEHCUMBHO M3y4aTbecs. ITO0 Nobyanno
aBTOpPOB MPOBECTU CUCTEMATUMYECKMI 0630p NuTepatypbl,
npeumyllecTBeHHo 3a 2013-2023 rrT., ¢ MCNONb30BaHWEM
eLibrary n PubMed, Bblgenss UCTOYHUKKU C COBNIOAEHUEM
cneayowmnx yCnoB1Mi NoncKa: A4eTu, OXKupeHue, n3bbiTouHas
Macca Tena, akTtopbl pUcKa.

C reHeTMYeCcKUX NO3nLMUI pasnnMyatoT NoUreHHble Npu-
YWHbBI OXMPEHUS, KOTOpble SABASAIOTCA HauMbosee pacnpo-
CTPaHEeHHbIMU, U AedeKTbl OTAENbHbIX MEHOB, C KOTOPbIMU
cBsi3aHbl 60n1€ee pegKkne NPUYUHbI 3TOr0 COCTOSAHUS.

MOHOreHHOE OXMPEHNE — 3TO OXKMPEHWME, BO3HUKLLEE
BCNeACTBME MyTaL MKW B OTAENbHbIX reHax, Hanpumep nenTm-
Ha, peuenTopa fenTuHa, peLenTopoB MeNaHOKOPTUHOB 3-ro
W 4-ro TMNa, NPOONMOMENAHOKOPTUHA, MPOKOHBEPTa3bl 1-ro
TKNa, peuenTtopa HenpoTpodumyecKoro paktopa (TPONOMUO-
3MH-CBA3aHHOW KMHa3bl).

BblgensoT TaKkXe CUHAPOMAaNbHOE OXMPEeHue, KOoTo-
poe pa3BMBaETCs MPM XPOMOCOMHBIX M FEeHEeTUYECKUX
3aboneBaHusax: cuHapome [pagepa — Buanu, xpynkow
X-xpomocombl, AnbcTpema, KoxeHa, [layHa, npu nceBAoru-
nonapaTtupeose [13].

MpumepHo y 95% ntoen pasBuBaeTcs camoe pacnpo-
CcTpaHeHHoe no dopme NpocToe (MOSIMFEHHOE) OXKUPEHUe,
KOTOpOEe XOTb WM Ha3blBaeTcs NPOCTbIM, Ha caMOM Aene
ABNSeTca MHOrodaKTOPHbIM, M OLEHKa HacneayemocTtu
3TOr0 NPOCTOr0 OXUPEHUS MO-NPEXHEMY OCTaeTcs OAHOM
M3 OCHOBHbIX NPO6AEM, HECMOTPSA Ha nociefHue JOCTUKEe-
HUS B 06N1acTu reHeTukn. CTpaTernn, BKAYaLWwmne ucene-
[OBaHUs cBsi3en U O6LLereHOMHbIX accouunaumm (genome-
wide association studies; GWAS), nmeloT nepBocTeneHHoe
3Ha4YeHne ANna 06HapPYKEHUS HOBbIX FEHOB, YYaCTBYIOLLMX
B C/IO}KHOMW 3TMONOIMU OXKUPEHUS YenoBeKa.

Mporpecc B reHeTnKe NOMUreHHbIX NMPU3HAKOB, 0COBEH-
HO NpeACTaBfEHHbIN UCCNeAoBaHMAMM accoLmMaL M No Bce-
My FeHOMY, NPUBEN K OTKPBITUIO COTEH FEHETUYECKUX Bapw-
a@HTOB, CBS3@HHbIX C OXXWPEHMEM, YTO NO3BOASET CTPOUTL
OLLEHKM nonureHHoro pucka (PGS). OgHOBPEMEHHO C 3TUM
nccnegoBaHmsa accoumal M B Maclwtabax BCero anMreHoma
NOMOT/IN BbISIBUTb HOBbIE MULLEHW U CalTbl METUIMPOBAHUS,
KOTOpble BaxKHbl B NaTOGU3NONOTMU OXKUPEHUSA U HEOOXOAN-
Mbl 719 NONYYEHUS OLLEHOK pUcKa meTunupoaHusa (MRS).
HecMOTpsi Ha OrPOMHbIM NOTEHUManN 419 NPOrHO3npPoBaHKs
WHAMBUAYANbHOMO PUCKA OXUPEHWs, nucnonb3oBaHne PGS
M MRS B NpaKTUKe OCTaeTcs C/IOXKHOW 3aaaqven.

[eHeTUKa urpaet 3Ha4YMTENbHYIO POfb B MepcoHanusa-
LMK NPOrHO3a, ONpeAeneHnn MHANBMAYaNbHOW nNpegpacno-
NIOXKEHHOCTU K OXKMpPEeHUIo. feHeTn4ecKas npeapacnonoxeH-
HOCTb K pa3BUTUIO OXMPEHUS noaTBepxkaaeTcs bnarogaps
CpaBHUTENbHBIM UCCNELOBAHUSAM POAHbIX A€TeW B A4EPHbIX
(HYKNeapHbIX) cemMbsix ¢ 6/M3HELaMU U MPUEMHbIX OETEW.
BepoATHOCTb HacnegoBaHusa cocTaBnsetr oT 16 go 85%
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no oTHolweHuto K MMT, ot 37 0o 81% — [Ona OKpYyXKHOCTH
Tanuu, ot 35 o 63% — ANns 06LIEero KoNMYecTBa XKMPOBOW
TKaHW [15]. TeHeTU4YecKne MNpPUYUHbI OXMPEHUs BKJIOYa-
0T KaK pacnpocTpaHeHHble, TaK U pefKne reHeTu4eckue
BapMaHTbl, KOTOpble CBf3aHbl C HapyWeHWEM 3KCMPECCUM
M GyHKUMK reHoB. TeHeTuyecKas cocTaBisowas SBs-
eTcs onpegensiowen AN MOHOMEHHbIX U CUHAPOMabHbIX
dopM oxupeHus [16].

3a nocnegHne 10-15 neT no Mepe uUccnegoBaHuUA
HacnegyemMocTi U reHETUYECKOW COCTaBNSIOWEN OXMPEHHUS
MeHseTCcs nNpeacTaBneHne 06 UX 3HAYUMOCTU B OXKMPEHUMU.
PaHee uccnegoBaHusa obLiereHOMHbIX accounal i BbiSBAS-
M TONbKO 32 fI0Kyca, UMEIoLWMX 3HaYeHe ans npeapacno-
NOXEHHOCTU K OmpeHuto [13]. OTMeyanoch, 4To «<HeCMoTps
Ha TO, YTO OXMPEHWEe B BbLICOKOM CTeMNeHW Hacnegyercs,
HO ero OCHOBHble reHeTu4yecKre GaKTopbl OCTalOTCH B 3Ha-
YUTENIbHOW CTEMNEHU HeynoBUMbIMW» [17], 1 OAHOBPEMEHHO
npeanonaranock, YT0 reHeTU4ecKur Bknag B UMT meHsaeTcs
C BO3PACTOM M «MOXET OKa3blBaTb 60Jbluee BAUSHWE B AeT-
CTBE, YEM BO B3POCSION KU3HKW» [18].

Co BpemeHeM cTana nosiBnatTbecs MHdopmauus 06 anu-
FEHETUYECKUX WUIMEHEHUSX, BAUSAIOWMX Ha peanusauuio
reHeTM4ECKON MPeapacnooKEHHOCTU K OXKMPEHMIO, KOTO-
pble NPOWUCXOAAT B OTBET Ha AMeTbl, 060ralleHHbIe KUPOM,
Hanmyne GU3NYECKUX ynpaxHeHun; 06CyKaaeTcs NoTeHUN-
an BMellaTeNbCTB, HanpaBieHHbIX Ha obpalleHue BCNSATb
3NUreHeTnYeckux mameHeHun [19]. B HacTtosllee Bpems
ye naeHtuduumposaHo 6onee 1100 He3aBUCKUMBbIX FeHe-
TUYECKMX JIOKYCOB, CBA3a@HHbIX C NPU3HaKamMu OXMPEHWUS,
M cywecTtByeT 60/bLION UHTEpPEC K pacwundpoBKe MX 6GUO-
NOrnyecKkmnx GYHKUMIN U B3aUMOLENCTBUS TEHOB C OKpY»Ka-
towen cpegon [20]. OgHaKo cneayeT OTMETUTb, YTO OAHM
n3 nocnegHunx pesdynstatoB GWAS nokasblBaloT, H4TO Jaxke
nNpY HanM4yMum TakKoro 6GOMbWOro Yucia NOKYCOB, CBSI3aH-
HbIX C OXXMPEHMEM, MAEHTUDULIMPOBAHHbBIX HA CErOAHSALIHMA
[1eHb, OHW 0GBACHSAIOT NNULLbL OKONO 6% Bapuauuin UMT [21].

OAHOBPEMEHHO C 3TUM FreHETUYECKUI MeXaHN3M 4EeTCKO-
ro OXKMPEHUs ocTaeTcs HesscHbIM. CBogHas ctatucTuka MMT
B AeTCKOM Bo3pacte GWAS 6biia nosyyeHa KOHCOPLIMYMOM
reHeTUKOB, B KOTOPOM 6blin paccMoTpeHbl 35 668 aeTew
13 20 uccnenoBaHuin U naeHTUdULMpoBaHbl 15 reHoB-KaH-
nvaatoB ans onpeaenenns UMT B geTckom Bo3pacTe [22].

MonuMopduambl reHoB, CBA3a@HHbLIX C AETCKMUM M Noj-
POCTKOBbIM OXMPEHWEM, MOTYT UMETb OCOBEHHOCTU, CBS-
3aHHble ¢ nonynsauuen [23]. B yacTHocTH, B Hanbonee may-
YEHHbIX reHax, CBA3aHHbIX C OXMPEHWeM, NnoaTBepxKaeHa
accoumauma nonumopodmama rs9939609 reHa FTO ¢ M36bI-
TOYHOW MacCoW Tena U OXUPEHMEM Y KEHLLMH, MPOXKMBAIO-
WKX B ABYX pa3HblX MO 3THOCY M reorpadunyeckomy nono-
EHWI0 permoHax Poccum — AcTpaxaHu u FKyTcKe, KoTopas
ycunuBaeTcs ¢ Bo3pacTtoM [24]. BbiiBneHa B3anMOCBS3b
nonumopduama reHoB, acCOLMMPOBAHHbLIX C OXUPEHUEM
(rs9939609 reHa FTO, rs4994 reHa ADRB3 u rs1801123
reHa MTHFR), ¢ ypOBHEM FOPMOHOB B IPYyAHOM MOJIOKE
WeHLWKUH AcTpaxaHu [25]. OueHKa pucka M36bITOYHOM MacChl
Tenay aeTen B 3aBUCMMOCTM OT nosiumopduama rs9939609
reHa FTO oueHuBanacb y faeten baWKanbCKOro peruvoxa,
rae annenb A nonmmopduama rs9939609 reHa FTO, acco-
LLMMPOBAHHOIO C PUCKOM OXMpeHus, BbiaBneH B 40,71%
cnyyaes [26].

Pesynbtatel uccnegosaHna WMMT B NOAPOCTKOBOM
1 B3pOC/IOM BO3pacTe cpean 66 963 yenoBeK, yHacTBOBaB-
wunx B uccnepgosaHun HUNT B Hopserunn ¢ 1963 no 2019 r.,
nokasanu, 4To reHeTu4eckne GaKTopsbl, exalme B OCHOBe
LETCKOro OXMpeHus, oTan4atoTcs oT GaKTopoB, Bbl3blBalo-
WKMX OXKMPEHWE Y B3POCIbIX, U 3TU U3MEHEHUSA MPOUCXOANAT
B MOJAPOCTKOBOM BoO3pacTe [27]. byaylwme uccnenoBaHus

No3BONAT O6GHapPYyXUTb 60blue NIOKYCOB, BOBJEYEHHbIX
B pPa3BUTUE OXKMPEHMS, U CNOCOBCTBOBATL yyLleMy MOHM-
MaHMIO CIOXKHOWM 3TUONOTMU OXMPEHUS YenoBeKa [28].

[MaTtoreHe3 NpoCTOro (NOJMIrEHHOr0) OXUPEHUS Y AeTen
ABNseTca MHoOro®akTopHbiM W 0OYCNOBAEH B3aWMOAEW-
CTBUEM FEHETUYECKMX, AMUreHeTUYeCKnX GaKTopoB 1 ycno-
BUI OKpyKatowen cpedbl. Takoe 3aKnovyeHune chenaHo
npu OLEHKe KayeCTBEHHOro aHanu3a, B KOTOPbIA Oblau
BK/OYEHbl 27 uccnegoBaHWM ¢ ydacTuem 7928 petew
M MOAPOCTKOB C M3ObLITOYHOM MaccoM Tefla / OXUPEHUEM
Ha pasHbIX CTaguax Ny6epTaTHOro Pa3BUTUS, MPOXOAUBLLMX
MYNbTUAMCUMNAMHAPHOE fledeHne. bblno oueHeHo BAUsSHUE
nonMMop®dunamMoB B 92 pasfiMyHbiX reHax u BbisiBneHbl SNP
(single nucleotide polymorphism) — W3MeHeHWss OAHOro
Hykneotmaa (A, T, G unu C) B onpeaeneHHOon TOYKE MONEKYbI
OHK B 24 reHeTM4eCcKMX NoKycax, 3Ha4MTeIbHO accoLMMpPOo-
BaHHbIX ¢ UMT n/unM nameHeHMeM cocTtaBa Tena, Kotopble
CNOCOBCTBYIOT C/IOXHOMY MeTabonuM4yecKoMmy aucbanaHcy
OXMPEHMS, BKJOYaAs perynsuuio annetuta M aHepretuye-
CKOro 6anaHca, roMeocTas MoKo3bl, TMNUL0B U XMPOBOW
TKaHU, a TaKxe ux B3anmoaencrtame [20].

OTMevaeTcs, 4TO «3NUreHEeTUYEeCKUM Kog» MnosiBMACSH
KaK HOBbI MHCTPYMEHT B AMArHOCTUKE, NMPOrHO3MPOBaHMU
N NIeYEHUN OXMPEHUS U CBSA3AHHbBIX C HUM COMYyTCTBYIOLMX
3a601eBaHUn. BbICOKONPOU3BOAUTENbHbIE TEXHONOTMH,
BHeApPEHHble AN NaHenen reHeTU4YEeCKUX TecToB, MOryT
NPMBECTM K CO3AaHWIO MaHenew 3nuUreHeTU4YeCcKUx TecToB
Ha OXupeHue. TeM He MeHee, OTMeYaeTCs, YTO ANUreHeTnKa
aBnsetca moanduumpyeMoiM GaKTOpPOM pUCKa, U pasnny-
Hble CXeMbl MUTaHUSA UK 4PYroe BAUSHUE OKPYKaloLen cpe-
[bl Ha pa3HbIX 3Tanax *XM3HW MOryT NPUBECTU K UBMEHEHUIO
anureHeTMyeckoro npoduns [29].

MmeloTcs foKadaTenbCTBa TOro, YTO BO3AENCTBME OKPY-
atowen cpefbl B paHHEM BO3pacTe MOXET Bbl3blBaTb
CTOMKWE M3MEHEHMUS B 3NWUreHOMe, Y4TO MOXKeT MPMBECTHU
K MNOBbIWEHHOMY PUCKY OXUPEHUS B AanbHEWRWeEN XKU3HMU.
Cuctematmyeckmin 0630p UccnefoBaHui, U3yvaloLmx CBA3b
MEXAY OXWPEHUEM WU OOLEreHOMHbIM METUAMPOBAHUEM
OHK, naeHTMdumumnpoBan nepsble NOTEHUMANbHbIE anure-
HETUYECKME MapKepbl OXMPEHUS, KOTOpble MOryT 6biTb
OGHapy>XeHbl NPU POXAEHWU, W CTANO SCHO, 4YTO HEKO-
TOpble 3NUreHeTUYecKne MNpu3HaKkuM nogpatTcs mMoandu-
Kauuu nyteM M3MeHeHUs BO3AEWCTBUS BHYTPUYTPOOHO.
CuynTaetcs, TakMM 06pa3oM, YTO OAHUM W3 KPUTUYECKMX
nepunoaos B GOpPMMPOBAHUKN 3NUreHOMa SBASETCH NepUoa
aHTeHaTanbHoro pas3sutua [30].

OnNUreHeTM4eCKUM M3MEeHeHUAM reHoma, T.e. npeobpa-
30BaHWAM, CBSI3aHHbIM C MoaudUuKaumen cTpyKTypbl AHK,
HO He 3aTparnBaloWwmnm NocnesoBaTelbHOCTb HYKE0TUA0B
B nepBuyHOM cTpyKTYype JHK, B HacTosAwee BpemMs npuaaeT-
cs1 0c060€ 3HaYeHUe B Pa3BUTUN FTEHETUYECKN 0BYCNOBNEH-
HOMO OXMPEHUS. ANUrEeHOM XapaKTepm3yeTCcs Kak MUTOTHYE-
CKM MM MENOTUYECKM Hacneayemble UBMeHEHUS B GYHKLMK
reHoB. CnegoBartesibHO, BCECTOPOHHEE MOHUMAaHWE anure-
HETUYECKON perynaumMm aHepreTMyeckoro obmeHa MOXKeT
BbIIBUTb HOBblE MONEKYNISPHbIE MULUEHW AN KOPPEKLMM
mMacchbl Tena [31].

MepBUYHbIE 3NUrEeHETUYECKUE MexaHW3Mbl BKIOYa-
loT B cebs metunuposaHue OHK, moanduKaumm ructoHoB
n HeKoaupytowmne monekynbl PHK. SnureHetnyeckne name-
HEeHWS Bbl3BaHbl XMMUYECKUMU MOAUDUKALMAMMU MOSEKY-
nbl AHK vnn cBA3aHHbIX ¢ HeW GenKoB. T MexaHW3Mbl
paboTaloT COrnacoBaHHO, PEryauMpyst 3KCNpPeccuto reHos,
fenas onpeaeneHHble reHbl 601ee UM MeHee LOCTYMHbIMU
4NS KNETOYHOro MexaHuM3ma, OTBETCTBEHHOro 3a TpaHc-
Kpunuuio reHoB. MccnegoBaHns nokasanu, 4TO 3MUreHom
MOXET 6blTb 0CO6EHHO YYBCTBUTENEH K OMbITY PAHHEW KN3-



HW, BKtOYas npeHaTanbHbli Nnepunod. Bosgencteune Bo Bpe-
Msl 6EpeMEHHOCTU OKpyXKaloWen cpeabl, CNoco6CTByOWEN
OXMPEHHUIO (Hanpumep, AMeTa C BbICOKUM COAEeprKaHueM
KUPOB WU OXKMPEHWe MaTepu), MOXKEeT MPMBECTU K 3Mu-
reHeTUYEeCKUM WM3MEHEHMAM Y pas3BMBalOWErocs BHYTPHU-
YyTPOGHOro pebeHKa, KOTOpble MOBLILAIOT PUCK OXKUPEHUSA
B AaNbHEWLWeN KNU3HW. ITO ABNEHNE YAaCcTO Ha3bIBAIOT «BHY-
TPUYTPOBHbLIM NPOrpaMmMmupoBaHem» [32].

B 2019 r. C. Ling n T. R6nn, aHanua3upys Temnbl nonyns-
LLMOHHOIO POCTa OXMPEHUS, BbICKA3anu anUreHeTU4ecKyio
rMnoTesy 0 MexaHn3Max AeNOHMPOBaHUS KMpa Nog BAUSHM-
eM Taknx GaKTopoB, Kak MoANdHUKaLMA MPUBbIYEK NMUTAHUS.
B yacTHOCTH, peyb naeT 06 U3MEHEHUN aKTUBHOCTU FreHOB
BCNeACTBME MeTunnpoBaHusa Monekynbl AHK B ckeneTHbix
MbIlWLAX M OCTPOBKax MOMMKENYAOYHOM enesbl noj Aew-
CTBMEM OTAENbHbIX MULLEBbLIX paKTOPOB. ITO NpOChexnBa-
eTCs NpW 3HAYUTENIbHOM COAEpPKaHWM B MULLE HacbILEeH-
HbIX U MNOSIMHEHACLIWEHHbIX UPHbBIX KUCNOT, MOCKOJbKY
reHbl 4esoBeKa 3anporpamMMuMpoBaHbl AN XpaHeHus
KMpa KaK UCTOYHWMKa 3JHEepruu, Kotopas B TaKOM cryyae
B M306bITKE MOCTynaeT B OpraHM3aMm C KaJIOPMMHON MULLEN.
AnureHeTn4yeckne MoauMdUKaunMnM UrpalT 3HaAYUTENbHYIO
pofib B Pa3BUTUM OXMPEHUA U CBA3AHHBLIX C HUM MeTa-
601MYECKUX HapyweHuin. loagvyepKkuBaeTcs, 4TOo obpaTtu-
MbIt XapaKTep anuUreHeTM4ecKux MmoanduKkaLmim oTKpbliBaeT
nepcneKkTUBbl Ans 6yaylnx NpodunakTMYecKunx crpaterum
NpY OXXUPEHUU U caxapHom anabeTe 2-ro Tuna [33].

Ha atu mogmduKauum MoryT BAUATb pasfiMyHble dak-
TOPbl OKpYyJKalolwen cpeabl, BKAOYaa gueTy, Gnanyeckyio
aKTMBHOCTb M BO3AENCTBME TOKCMHOB, 4TO AenaeT WX
noTeHLUnanbHbIMK NOCPEAHMKAMK B3aUMOAENCTBUSA FEeHOB
M OKpy)Kalolen cpefbl, KOTOpble CMOCOBGCTBYIOT PUCKY
oxupenus [30].

Ha anureHeTnyeckne M3MeHeHus Npu MeTabonnyecKmx
3a60/1eBaHUSAX, B YAaCTHOCTM MPWU OXMPEHWUW, BAUSET BO3-
OENCTBME XMMMUYECKMX BELECTB B OKpyXKalolwen cpege,
BKMoYas 5 napabeHoB, 3 6ucdeHona n 13 metabonu-
TOB dTanaToB, pa3pyLllaloLlnx IHAOKPHUHHYO cuctemy (EDC)
N UBMEHSIOLLIMX IKCNpeccuto reHos [34].

OCO6EHHOCTBIO ANUrEHETUYECKUX MBMEHEHUI SBNSETCH
TO, 4TO OHM ocTaBasaoT Ha JHK cneundunyeckne mapkepsl,
onpegensioline MOMEHT U XapaKTep 3KCMpeccun onpeae-
JIEHHbIX TEHOB, HO, B OT/INYME OT FrEHETUHECKON HPOPMaLLMK,
3NUreHEeTUYECKUE U3MEHEHUS MOryT BOCMPOWU3BOAMTHLCSH
B TeyeHWe He 6onee 3—4 MOKONEHWNW, 3aTeM, Npu OTCyT-
CTBMMW MHAYLMPOBABLIErO UX CTUMYNA, UCYe3atoT. ANUreHom
MOXET HEMpPaBU/IbHO PEryMpoBaTh reHbl, Bbi3blBas OXuUpe-
Hue. OgHaKO oCTaeTcs BONPOC OTHOCUTENIbHO HanpaBaeHus
B3anMOLENCTBUN. ITO reHbl, KOTOPbLIE BUSIOT Ha AMUTEHOM,
WMAW 3MNUreHOM, KOTOPbIK BAMSIET Ha reHbl? Mnu ckopee
MOA€efb, B KOTOPOW FEHOM M 3MUreHOM B3aWMOLENCTBYIOT
B pe3y/nbTaTe 3TUX AMUreHEeTUYECKUX UBMEHEHUH, 3amnoHAS
npo6en B HEOOBHACHUMOW HaCEAYEMOCTU OXKUPEHUS.

MpeapacnonoxeHHOCTb K Habopy Maccbl Tena MOXKeT
ObITb 3a/I0XKEHa B MONEKYASPHbIX NpoLeccax KAeToK Yeno-
BeKa. Ha aTo yKasbiBaeT uccnefoBaHue, B KOTOPOM Mpu-
HANK yyvacTue 22 6Gnu3Heua, Koraa Oblno O06GHapPYXKeHO,
YTO anNUreHeTMyecKas curHatypa B OyKKalbHbIX KeTKax
NnosiBASIETCS TONbKO Y 6/IM3HEL0B, CTPaAaloWMUX OXUPEHUEM,
Mo CpaBHEHWIO C UX Bonee XyablMK 6paTbsiMU U CECTPaMU.
Pesynbtatbl JONONHUTENBHBIX UCCNEA0BAHUI MOTYT NpuBe-
CTW K MPOCTOMY TECTUPOBAHUIO Ma3Ka CO LLEKMU Ha Hannyue
6rMOMapKepa OXMPEHHUS, YTO MO3BOJIUT UCMONb30BaTb METO-
bl 6onee paHHen NPoGUNAKTUKM OXUpeHUs [35].

leHeTM4yecKass NpeapacnofioKEHHOCTb K OXMPEHUIo
npeactaBaser co60M NapajoKec: Kaknum 06pa3oM reHeTu-
YeCKne BapuaHTbl, OKasblBalowue narybHoe Bo3aencTeue

Ha 340pOBbE YENIOBEKA, COXPAHAKTCA Ha NPOTAKEHUU
3BoONOUMK? Pag runotes, Hanpumep ruvnotesa «6epex-
NIMBOrO0 reHoTuna», MblTaloTCs OOBACHUTb 3TO SBAEHUE,
HO He MOryT onpaBfaTb COBPEMEHHYIO 3MUAEMMIO OXKM-
peHus. leHeTnyecKkun apend, OencTBylOWwMM Kak dopma
«CNenoro NPaBOCyAns», MOXKET Cly4arHbiM 06pa3oM BAUSATb
Ha 4acToTbl annenen B pa3HblX NOKONEHMSX, B TO BpeMSs
KaK NNenoTponus reHoB 1 ajanTauuns K pa3inyHbiM yCI0BHU-
AAIM MOTYT OO6BbACHUTb POCT M NOcneayWwmn otbop annenemn
puUCKa OXupeHus. B KavecTBe ajanTMBHOM peaKkuuu anu-
reHeTMyecKas perynsiuns aKCNpeccun reHoB MOXKET Biu-
ATb Ha NPOSBNEHNE FEeHETUYECKON NpeapacnofioXeHHOCTH
K OXMpeHuto [36].

M.J. Concepcién-Zavaleta u coaBT. (2023) cuuTalorT,
YTO NEeNTUHO-MENaHOKOPTUHOBbLIM NyTb OTBEYaeT raBHbIM
o6pa3om 3a peryaaumio annetuta M maccol Tena. OgHako
HECKONbKO BaKHbIX aCNeKTOB NaTtodU3MONOTMU OXKMPEHUS
OCTaloTCs HEU3BECTHBIMU. TEXHONOMMU FTEHETUYECKMX UCCe-
LOBaHWM HaxoasaTcs B MOCTOSHHOM Pa3BWUTUM, HO TOBOPUTL
0 NepcoHann3UPOBaAHHOM MOAXOAE K FEHETUYECKUM MPUYK-
HaM OXMPEHMS eLlle paHo. ABTOPbI CHMTALOT, YTO B KIUHUKE
reHeTUYeCKME MPUYUHBI OXKUPEHUS AOMKHblI OLEHMBaTbLCSH
y OeTen C MOpPOUAHLIM OXMpPeHWEM B Bo3pacTe Ao 5 ner,
runepdarner WAM CeMENHbIM aHaMHE30M OXWUPEHMUS.
Ana 3Ton uenu pekomMeHAylT NPOBOAUTbL UCCNefoBaHue
Ha MMKpOYMNax, aHanuM3 MyTaLui reHa peuentopa menaHo-
KOpTWHa 4-ro Tuna v ypoBHewW nentuHa [37].

OpHako BapuabenbHocTb MMT, o6ycnoBneHHas reHeTu-
YECKMMM U INUreTUYECKMMK BapuauusiMK, BCe elle Heao-
CTaTO4YHO 06bACHMMA. lNpU3HaHWE MHOXKecTBa anureTnye-
CKMX GaKTOPOB U OKPYrKaloOLLEN Cpebl, KOTOPbIE YCyryonatoT
npo6aemMy OXXWPEHUS, ABASETCA Ba*KHbIM apryMEHTOM CHM-
KEHUS cTUrMmaTmM3almu (HaBelwnBaHusa [psibika) No NOBOAY
nuwHero Beca [38].

AnNUreHeTU4eCcKnt aHanus B nocneaHue rofbl 3Ha4YuTeNb-
HO YCKOpUIICS, 1 B 9TOM 06/1aCTV AOMUHUPYIOT UCCeAoBaHUs
accoumaumi B macwrtabax anureHoma (EWAS). bbinu naeH-
TUOMLMPOBaHbI MHOMOYUCIEHHbIE TeHbl M HOBble canTbl CpG
(LMTO3KMH M ryaHuWH, pa3aeneHHble dochaToM, CBA3bIBAIOWMM
3TW ABa HyKneoTuaa BmecTe B [AHK), npuBogsine K uameHe-
HUSAM NpoduUen METUNNPOBAHKSA Npu OXunpeHun [39].

3AK/TIOYEHUE

Taknm o6pas3oM, OXupeHue saBnseTcs 3aboneBaHueMm,
XapaKTepHbIM A/ coBpeMeHHoro obuwectsa. Ponb mn36bl-
TOYHOTO MUTAHWUS W TMNOAMHAMUKU cnefyeT paccMaTpuBaTth
He N30/IMPOBAHHO, @ B COBOKYMHOCTH C APYrMMn daKTopamu
BHELIHEW cpefbl, @ TaKXKe C TeHETUYECKUMM U aNUreHeTn4e-
CKMUMM daKTopamMu. 3HaHUE U MOHMMAHWE POU Pa3IUYHbIX
3K30- U 3HAOrEHHbIX GAKTOPOB PUCKA Pa3BUTUS OXKUPEHUS
Heo6Xx0AMMO ANs BbIpabOTKM afeKBaTHbIX METO/I0B €ro npo-
GUNAKTUKN.

PocT oxupeHus 3a nocnegHue OecaTUneTus cBs3aH
HEe TONbKO C M3MEHeHMAMM ob6pas3a XU3HM YenoBeKa,
HO 1, BEPOSITHO, C NOCNEAYIOWMMN ANUrEHETUHECKUMUN U3MeE-
HEHUAMUW. ANUreHeTUYecKoe HacneaoBaHWMe pUCcKa OXupe-
HUSI — yB/leKaTeNbHas U CnoXHas 061acTb UCCnefoBaHUN,
KoTopas 6pocaeT Bbi30B Hallemy TpaaMLMOHHOMY NOHUMA-
HUIO TEHETUKM U HacNeACTBEHHOCTU. XOTS OKOHYaTesbHble
BbIBOAbI leNaTb elle paHo, NoSBASETCs BCe 60/blue JaHHbIX,
CBUAETENbCTBYIOLMX O TOM, YTO 3aNUreHeTu4yecKkne moandu-
Kaluuu MOryT BAMATb Ha NpeapacnosfioKeHHOCTb YenoBeKa
K OWPEHMIO U CBSA3AHHbIE C HUM MeTaboM4YeCcKUe Hapy-
LIEHMSA U YTO 3TU INUreHeTUYeCcKne NPMU3HaKKM MOryT nepe-
[laBaTbCs M3 MOKOSIEHUSA B MOKONEHME.

[danbHenwmne nccneqoBaHns, BEPOSTHO, BbISBAT HOBble
JIOKYCbl TEHOMa W MU3MEHEHWUS B 3NUreHome, CBA3aHHble
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C pa3BUTUEM OXMUPEHUS y AeTel, KoTopble 6yayT cnocob-
CTBOBATb ly4lleMY MOHMMaHUIO CIOXKHOM 3TUONOr MK TAKOro
NMPOCTOro, Kak MOXHO 6blN0 6bl 3aKNOYUTL MO HAa3BaHWMIO,
3ab6oneBaHna. KoHeYHOW Lenbio C KIMHMYECKOM TOYKMU
3peHns 6yaeT nonyyeHue HageXHbIX ¢ MO3ULMIA [oKa3a-
TENbHON MeAULMHbI AaHHbIX, MO3BONSAOWMX KINMHULKUCTAM
nepcoHann3MpoBaHHO MPOrHO3MPOBATb OXWPEHUEe, CBS-
3aHHOE C KOHKPETHbIM FreHOMOM, 3NMUreHoOMOM M 06pas3om
HUBHMU.
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PotaBupyc npusHaeTcs OAHWM M3 Haubosee pacrnpocTpaHeHHbIX B MUpe BO3ByAWUTEsNEeN OCTPOro ractposaHTepuTa
cpean aetei nepBbix 5 €T KU3HN N OKa3blBa€eT CyLECTBEHHOE B/NSHUE Ha AETCKyl 3ab0/eBaeMoCTb U CMEPTHOCTb.
PekomeHpoBaHHasi BO3 K pyTMHHOMY NPUMEHEHUIO BaKUMHaLUMsa MAageHUeB NpoTUB poTaBMpPyCHON MHpEeKUnn npusena
K 3Ha4nTe/IbHOMY COKpalLeHMI0 ypoBHS 3a60/1€BaeMOCTHU, rOCNMTaam3aLUmnn U pacxogoB, CBSI3aHHbIX C 10CaeACTBUSMU
pOTaBUPYCHON MHOEKLMM, B CTPaHaX, AOCTUILLMX BbICOKOIrO 0XBaTta poTaBUpPYCHbIMM npuBuBKamu. OgHakKo cieayeT 3HaTb
0 cylyecTBOBaHMM psiga 0COBEHHOCTEN MPaKTUYECKOro NPUMEHEHUS POTaBUPYCHbIX BaKLIMH, OT KOTOPbIX 3aBUCUT MX 6€30-
MacHoCTb M 9pPEKTUBHOCTb. HECMOTPSA Ha OTCYTCTBME POTaBUPYCHON BaKLMHaLUMKU B paMKax HaLMOHalbHOro KaaeHaaps
MpUBUBOK B Poccumn v KpariHe HU3KUKI 0XBaT NpoBOAUMON UMMYHHU3aLMeN MpoTUB pOTaBUPYCHOM UHDEKLIMN, aBTOPbI M0J1y-
4yarT MHOXKECTBO BOMPOCOB OT MPaKTUKYIOWMX NeanaTpoB, Kacalolmxcsl YacTHbIX Cay4aeB poTaBUPYCHON BaKLUMHaLMUM.
B npeacTaBieHHOM cTaTbe CcoAepKaTcs MOJHOLUEHHbIE OTBEThI HA caMble aKTyallbHble U3 HUX, BO3HUKaloLMeE B npoLecce
MPaKTU4eCKOro UCroib30BaHUsi POTaBMPYCHbLIX BaKLMH.

KnioyeBble cnoBa: potaBupyc, BakUMHaUMs, AETHU, MPOPUIaKTHMKE, 9OPEKTUBHOCTb

Ana untnpoBanus: PenoceeHko M.B., KantoxxHas T.A., laxTtaxtuHckaa @M., Tonctosa C.B., CenbBsaH A.M. COBpeEMEHHbIE
BO3MOHOCTHU M YacCTHble BOMNPOCHlI BaKLMHONPOPUIAKTUKM POTaBUPYCHOM MHDEKUNN. [TeguaTpuydecKkas papmMaKoaorms.
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OBOCHOBAHME eB 3a60/1eBaHNsA OCTPbIM POTaBMPYCHbIM FaCTPOIHTEPUTOM
PotaBupyc aBnseTcss OCHOBHOW MPUYUHOM BOSHUKHO- (OPBI'3) # cTaHOBMUTCA MPUYMHOW 2 MIH ClyyYaeB rOCnu-
BEHUSA TSAXKENOoro racTpoaHTepuTa y ageTen 4o S5-neTHero Tanusauun [1]. ThobanbHas cMepTHOCTL OT PBU B nepsow
Bo3pacTa. Kakabl roq BO BCEM MMpe pOTaBMpycHas nonosuHe XXI B. cH13mMnacb NnpuMepHo ¢ 527 Toic. B 2004 T.
nHoekumnsa (PBU) Bbi3biBaeT npumMepHo 258 MAH cny4a- [0 128 Thic. B 2016 1. [2—4]. TNOCKONbKY yayylleHne BOAO-
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CHaOXeHUs, CaHUTapun U TMrMeHbl CyLWEeCTBEHHO HE MOBU-
A0 Ha 4acTtoTy 3aboneBaHuin OPBIJ, BaKuuHauua npu-
3HaeTcs O4HUM M3 Haubonee 3GPEeKTUBHbIX MEPONPUATUIN
Mo CHUXEHUIO 3a601eBaeMoCT1 U cMepTHOCTHU oT PBU [1].

PBM — aHTpPONOHO3HOE BbLICOKOKOHTarMo3Hoe OCTpoe
MHbEKUMOHHOE 3ab0oeBaHne, NPOSBASAOLWLEECH NOBTOPSIO-
Lencs anapeen, pBoTon, NOBLILLIEHWEM TEMNepaTypbl Tena,
a TaKXe TakKMMK peKO BO3HUKaoLWMMU HEBPONOrTMYECKUMMU
CUMMNTOMaMM, Kak Cyaoporu, aHuedanut unn aHuedanona-
M. BO3MOXHO BO3HUKHOBEHUWE W OTAAIEHHbIX MOCNEACTBUN
PBW, Takux Kak, Hanpumep, caxapHbli anaber 1-ro tmna,
LleniMaKkug, atonua u gpyrue nposisneHus. Hanbonee vactble
CUMNTOMbI MHbEKUMKU, Onapes U pBOoTa, CTAHOBATCA NpU-
YUMHOW CYLLECTBEHHOW AeruapaTtaluu, 4TO MOXET NPUBECTU
K rocnutanusaumu pebeHka, a npu OTCYTCTBUWU AOSKHOIO
Jle4yeHnsa — K ietTanbHoMy nexogy [5].

Bosbyantens PBU 6bin OTKPLIT NpU MccnegoBaHnm 61o-
nTatoB u deKanui nogen ¢ octpon anapeen B 1973 T.
NcTopusi rno6anbHOro NPUMEHEHUS XUBbIX aTTeHyMpOBaH-
HbIX POTaBUPYCHbIX BaKLMH HAacYUTbIBAET yKe 6onee 25 neT.
HecmoTps Ha JOCTYNHOCTb BaKUMH A9 npodunaktuku PBH,
MHbEKUMSA NpoaoKaeT YyHOoCUTb 6onee 180 ThIC. KU3HEN
B rofi BO BceM Mupe [6]. Y aeTew B cTpaHax C HU3KUM U cpef-
HUM ypoBHeM foxoaoB PBW Havmbonee yacto npoTeKaet
B paHHeM BO3pacTe, BbICOK PUCK peannsauuun TAeNnoro
TeyeHus 3aboneBaHnsa U NeTanbHOro UCxo4a B CBA3M C orpa-
HUYEHHbIM AOCTYNOM K HEOTNOXHOW nomowu. OTMeTUM,
410 Ha 4 cTpaHbl (KoHro, NHaua, Hurepus, Makuctax) npu-
xoauTca npakTndecku 50% neTanbHbIX MCXOA0B, 06YCNOB-
NeHHbIX PBA.

Mo paHHbIM [ocyaapcTBEHHOro Aoknaga o 3aboneBae-
MocTu B Poccuickon ®epepaumun, B 2023 . gons nabopa-
TOPHO MOATBEPXAEHHOW POTaBWPYCHOM ITMONIOTMM COCTa-
Buna 44,6% OT BCeX CNy4yaeB OCTPbIX KMWEYHbIX MHDEKLUN
yCTaHOBJIeHHON aTnonoruu [7]. LnMpokaa pacnpocTpaHeH-
HOCTb 3abofieBaHus 06ycnoBNMBaeT BbICOKMW YPOBEHb
3KOHOMMYECKOW 3HayumoctTu PBU cpean MHOEKLMOHHbIX
3aboneBaHWi, KOTOPbIM 3a nocnejHue rofabl He TepseTr
CBOEN aKTyallbHOCTU. 3HauyuTenoHoe nageHue 3abonesae-
MocTu B 2020 r., cBA3aHHOE C BBEAEHWEM OrpaHu4uTENb-
HbIX Mep Mo npuymMHe MHbeKuuu, BoiaBaHHOM SARS-CoV-2,
NMOCTENEHHO CMEHHAETCH HEYKJIOHHbIM pocToM. Haubonee
BbICOKME MoKa3aTenn 3aboseBaeMocTn B PoccuncKown
defepaumn 3apernucTpupoBaHbl cpeau AeTen B BO3pacTe
1-2 net (1058,76 Ha 100 TbiC. HaceneHus, cpeaHeEMHOro-
neTHue nokazartenu (CMIM) — 1275,76) n go 1 roaa (721,30,
CMIM — 1127,27). YaenbHbi BEC I€TEN NEPBOIr0 rofa *KU3HK
B BO3PaACTHOM CTPYKType 3ab0/eBLlINX [eTen LOLKONbHOro
Bo3pacTta B 2023 r. coctaBun 14,59%, 4TO Bbile NoKa3aTe-
na 2022 . (13,79%).

OxBaT BaKLMHaLMEN LleNeBOV KOropTbl AeTen B LeNOM
no ctpaHe B 2021 r. (6,23%), B 2022 1. (7,15%), a TaKkxe
B 2023 . (12,07%) ocTaeTca KpalHe HU3KMM ANs OKa3aHus
B/IMSIHUSA Ha 3a60/5eBaeMoCTb, HECMOTPS Ha AOCTYMHOCTb
BaKUMH And npodunaktnuku PBU [7]. CnenyeT OTMETWTD,
YTO [LOCTOBEPHbIA MONYNALUUOHHBLIN 3bdeKT npoaBngercs
npu oxsate UMMyHu3auunen npotus PBU He meHee 60%,
a Kputepuem afeKBaTHOWM BaKUMHaUMW SBNISETCA oxBaT
He MeHee 80% LeneBOW KOropTbl HaceneHus npu gone
SIML, C HENoONIHbIM KypCOM WMMyHU3auun He 6onee 10%.
MpKn aTOM B OTAENbHbIX CYyObEKTax CTpaHbl yaanocb AOCTUYb
60/ee BbICOKOro YPOBHS BaKLUMHaLMK AeTer NepBoro roga
KU3HW. Haubonblume noKasaTenn oxBaTa AeTen AaHHOW
BO3PaCTHOM rpynnbl 6bin JOCTUIHYThI B CaxanuHCKOW o6na-
cTn — 6onee 80%, 6onee 50% — B Amano-HeHeyKkom aBTO-
HOMHOM OKpyre, Pecny6nuke Bypatumn, XaHTbl-MaHCUMIUCKOM
aBTOHOMHOM oKpyre — HOrpe [7].

B pa3BuTbIX cTpaHax, rae npodunaktuka PBU Broye-
Ha B HaLMOHanbHble NporpaMmbl BakuuMHaumm, 3aboneBa-
HWe BCTpeYaeTcs 3Ha4YMTENbHO pexe, YHeM B pa3BMBatoLLnX-
Csl CTpaHax, rae MHGeKumns aBnaeTca NPUYUHON CEPbe3HON,
¥U3Heyrpoxkaouwen guapen y neten o 5 net. B yacTHocTy,
no AaHHbIM ONy6IMKOBAHHOIO cMCTEMaTUMYeCcKoro 063opa,
poTaBupyCcHas BaKLUMHaLMA, NPOBOAMMAN B €BPONENCKUX
cTpaHax ¢ 2006 r., npuBena K CylWwecTBEHHOMY COKpalle-
HUIO Yucna rocnutanusauui no npuymHe PBU, ocobeHHO
cpeau geten mnagwe 5 net [8]. KonnekTuBHaa 3awmrta
dopmupyeTca y AeTen M B CTaplwmx BO3PACTHbIX rpynnax
B CTpaHax C BbICOKMM YPOBHEM OXBaTa cpeau MnajeHLeB,
4YTO ABNSETCA CBUAETENbCTBOM TOrO, 4TO NOTEHUMAN Bak-
LMHaLWUU MOXKET NPUHOCUTL GONbLUYIO MOJIb3Y O6LECTBEH-
HOMY 30POBbIO MO Mepe TOro, Kak NporpaMMbl CTAaHOBATCS
6onee ycToABWMUMMCS.

Y4ynTbiBas BbICOKYID pPacrnpoCTPaHEHHOCTb W KOH-
Tarno3dHocte PBU 1 npuHuMmaa Bo BHUMaHWe addeEKTUB-
HOCTb M 6€30MacHOCTb POTaBUPYCHbIX BaKLWH, JKCMep-
TaMu BcemupHoOW opraHusauuu 3apaBooxpaHeHus (BO3)
B 2009 r. 6bI1/10 BbIHECEHO 3aK/IOYEHWE O MPUOPUTETHOCTHU
BK/II0YEHUS POTaBUPYCHbIX BaKUMH B HalLWOHaJ/ibHble
nporpamMmbl MMMYHM3aLMu BCEX CTpaH He3aBWCUMO
OT YPOBHSI COLMANbHOMO Y 3KOHOMMWYECKOro pa3sutus [9].
Mpn aTOM BHeapeHWe pOTaBUPYCHOM BaKLMHALMK AOSKHO
COMpoBOXAaTbC Mepamu Mo obecrne4eHHI0 BbICOKOro
oxBaTta NMpPUBUBKaAMM U CBOEBPEMEeHHbIM BBeJEeHUeM
Ka)kgow go3sli [10].

Mo gaHHbIM Ha HOA6PbL 2024 1., 126 cTpaH MUpa, KaK 3Ko-
HOMUYECKN pa3BUTble, TaK W pas3BUBaloLWMecs rocygap-
CTBa, BKJIOYUIN POTaBUPYCHbIE BaKLMHbI B HaLWOHaNbHble
rpadvKM UMMYHU3aLUK U KaneHjapu no 3nuaeMuyecKum
nokasaHuam [11]. B TaunaHge, Poccuickon Pepepaunmu
n Utanum nmmyHusauma npotus PBU ncnonb3yetcs B pam-
Kax pervoHanbHbIX KaneHjapehn, B CygaHe u HYunn — getam
n3 rpynn pucka [12].

B HacTosiwee Bpema ans s3awmtel npotus PBU Bo Bcem
MUPE LMPOKO MCMNOJb3YIOTCH 6 POTaBUPYCHbIX BaKLMH,
BBOAMMbBIX MepopasibHO, a Ha TeppuTopun Poccuinckon
depepaunn paHee O6blIM 3aperncTpupoBaHbl 2 MNeHTaBa-
NIEHTHbIE KMBble peacCopTaHTHble pPOTaBUPYCHble BaKLM-
Hbl — npou3BoacTBa Merck Sharp & Dohme (CLUA) nog Top-
roBbIM HanmeHoBaHueM PoTalek W npoussBoacTBa Serum
Institute of India (MHAMSA) Noa TOProBbIM HaUMEHOBaHUEM
Pota-V-31na [13]. B Hosi6pe 2024 1. 66110 NPUHATO peLleHne
06 OTMEeHe rocyapcTBEHHOM perncTpaLmnm TIeKapcTBEHHOIo
npenapaTa PoTaleK 1 UCKJII0YEHWM er0 U3 rOCYapCTBEHHOIO
peecTpa NleKapCTBEHHbIX CPEACTB Ha OCHOBaHWWM OT3blBa
NPOM3BOANUTENEM PETNCTPALLUOHHOIO YA4OCTOBEPEHMUS.

B unione 2021 r. MUHUCTEPCTBOM 3[paBOOXpaHeHuUs
Poccuickon depepaumnn 6bina ogobpeHa neHTaBaNeHT-
Has )KMBas poTaBMpycHas BaKuuMHa PoTa-V-3ma, KoTopas
noKkasana cBol 6e30MacHOCTb M [JoKasana 3adpdeKTus-
HOCTb B nNpefoTBpalleHun cnyyvyaeB Tsxenoro OPBI3
(39,5%) n KpanHe Taxenoro OPBI3 (54,7%) [14]. Cepbe3Hble
HexxenateNbHble ABMEHUA (KaK, Hanpumep, MHBarnHauwms
KULWIEYHWUKA) NpU MCNoNb30BaHUKM BaKUMHbI PoTa-V-3ng
KaK B OCHOBHOW rpynne nauveHToB, NOyYUBLUKMX Npenapar,
TaK 1 B rpynne nnaue6o BCTpeyanuchb ¢ 0AMHaKOBOM YacTo-
TOM U HE UMENU CTaTUCTUYECKM 3HAYUMbBIX PA3IUYNIA.

YcTaHOBNIEHO, 4YTO BaKuUuWHa Porta-V-3ia 6e3onacHa
LN UCMNONb30BaHUA MpU CPOKe HEeAOHOWEHHOCTU 25 Hep
HayMHas ¢ 6-HeaenbHoOro Bo3pacTta [15].

PekomeHgyemasa cxeMa NPUMEHEHUS B pamKax peru-
OHanbHOro KaneHaaps npobunakTUYEeCKUX MPUBUBOK —
TpexKkpaTHas BaKUMHaLUMA B AEKPEeTUPOBaHHbIE CPOKM
(2 mec, 3 mec u 4,5 mec) OAHOBPEMEHHO C BaKLMHaMMW,
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Ha3Ha4YaeMblMW B COOTBETCTBMM C HaLMOHA/bHbIM KaneH-
fapem npodunakTMuiecKknx npusmBoK [15]. Mpun HapyleHnu
CPOKOB BBe[EHMNS BaKLUMHbI, COrMaCHO BHECEHHbIM U3MEHE-
HUAM B MHCTPYKLMIO NO MPUMEHEHUIO, Nocheayowme 403bl
MOXHO BbINOAHUTL BNIOTb A0 24 MeC XW3HW, 4YTO OyaeT
cnoco6CcTBOBaTh pPacClIMPEHUO BO3MOXHOCTM 3aBeplie-
HUA CXeMbl BaKuMHauuW. lpn 3TOM BaXKHO MOHMMAaTb,
4TO C y4YyeTOM BO3pacTHOro 6pemeHun 3aboneBaemMocCTu
M cMepTHOCTM OT PBW, pucka uHBarnHauuu, KOMMNAaeHT-
HOCTWM TPaAMLMOHHOrO rpaduka PYTUHHOIO KaneHaaps
nmMMyHun3aunn, BO3 pekomeHayeT BBOAWTb MePBYO A0O3Y
POTaBMPYCHOM BaKLMHbI KaK MOXHO CKOpee nocne JOCTu-
eHna 6-HefeNnbHOro Bo3pacTta C LeNblo GopMUpPOBaHUSA
MMMYHOMIOMMYECKOM 3alMTbl K Nepruoay Hanbonblen yas-
BMMOCTM MnageHua [10].

WHBATMHALMA KUWUWEYHUKA U BAKLIMHALIUA

Mpunemnembit Npodusib 6€30MacHOCTU IEKapCTBEHHOMO
cpeacTBa v 0CO6EHHO BaKLMH KpalHe BaXKeH 415 yCnelwHo-
ro npuMeHeHus y niogen. OauH U3 YacTo 3ajaBaeMblx Npak-
TUKylOWEMY Bpayy-neguMatpy BOMPOCOB KacaeTcs pucKa
BO3HUKHOBEHMSA MHBArMHaL MW KMLWLEYHUKa BCNEACTBME BakK-
UMHauuKn. Y1obbl OTBETUTH Ha 3TOT BOMPOC, HEOGXOAMMO
3arnsHyTb B WCTOPMIO CO34aHUS POTaBMPYCHbIX BaKLMH
N U3yYEeHUs MHBarMHaLUMKN KULLEYHMKA, CBA3AHHOM C BaKLM-
Haumen.

MHBarMHaumsa KMWeYHNKa Yalle BO3HUKaeT y AeTeN, Yem
y B3pOCAbIX, OHa 06bI4HO pa3BMBaeTCs B BO3pacTe oT 6 ao
18 Mec, Yalle y ManbynKoB, YEM Y AeBOYeK. [TprUynHbI BO3-
HUKHOBEHWUS MHBArMHaLMK KULEYHWKA TOYHO HEU3BECTHBI,
OHW MOTyT BKAtoYaTb MHOEKLMM, aHaTOMMYECKMe GaKTopbl
W HapyLleHWs MOTOPUKK KULLIeYHUKa [16].

MNepBaa BaKkuuHa ang npodunaktmkn PBU (PoTawwung,
yeTblpexBaneHTHas peaccopTaHTHas BaKuUMHa MNpou3Boa-
cTBa KomnaHuu Yaner (Wyeth)) 6bina ogobpeHa K npwu-
meHeHnto B CLUA B 1998 1. 1 yxe roa cnyctsa oTo3BaHa
C pblHKa Nocfe Noay4yeHus pes3ynbTaToB NMOCTMAaPKETUHIO-
BOr0 M3Y4YeHUS faHHbIX 0 6€30MacHOCTH, KOTOPbIE BbISBUN
fnecsATukpaTHoe yBenunyexue (@OR: 10,6, 95% AU: 5,7-19,6)
pUCKa Pas3BUTUS MHBArMHaLUWMM KULLEYHMKA Moc/e BaKLu-
HauuKW, a UMEHHO 1 [ONOMHWTENbHbLIA Cly4yal WHBaruHa-
UMK KMwevyHnKka Ha 10 Tbic. BaKUMHUPOBAHHbIX AeTen [17].
KpynHomacwTtabHble KAWMHWYECKUE UCCNEefOoBaHUSA BaKLUMH
cnefylouero MOKONEHUs — MeHTaBalleHTHOM peaccop-
TaHTHOM BaKuuHbl (PoTaTeK) 1 MOHOBaNEHTHOW BaKLMHbI
(PoTapuKc) — He BbIIBWIM MOBbLIWEHHOIO PUCKa BO3HMK-
HOBEHUS WMHBArMHaLUMKM KUWEYHUKa Nocfie BaKLMHauuK
[18-20]. Mocne ny6nvKaunmn AaHHbIX KIMHUYECKUX UCCe-
[I0OBaHUM U perncTpaumm BakuuH B 2006 r. paboTta B 3TOM
o6nactu NpofoKMNacb, U He3Ha4YUTENbHOE YBEINYEHUe
pUCKa BO3HWUKHOBEHWSA WMHBArMHaUMW KULIEYHUKa O6bino
noKasaHo B pe3y/nbTaTax NOCTMapKETUHIOBOro M3y4YeHwus
[aHHbIX 0 6e30MNacHOCTH, OCOGEHHO B NepBble 7 AHEeN nocne
BaKuUMHauuu [18-20]. Ony6nmnkoBaHHbIM B 2015 r. MeTaaHa-
N3 AOCTYMHbIX AAHHbIX NPUMEHEHUS BaKLUMH B ABCTpanuu,
Bpasunnun, AHrnuun, Mekcuke, CuHranype v CLUA BbiiBUN
MOBbILUEHHbIE WaHCbl PUCKa BO3HUKHOBEHUS UHBArMHaLmu
KULIEeYHMKa B Te4eHne nepsoro 21 gHA nocne nepsown 403bl
(OR: 2,4, 95% AN: 1,5-3,8) u BTopoi ao3bl (OR: 1,8, 95% AU:
1,3-2,4) MOHOBANIEHTHON BaKLMWHbI, 4TO NPUBIN3UTENBHO
coctaBnsier 1,9 u 1,5 AONOAHUTENBHOMO ClyYast MHBarMHa-
UMK KnweyHnka Ha 100 Tbic. BaKLUMHUPOBAHHbIX AEeTEN COOT-
BETCTBEHHO. AHaNM3 pUCKa BO3HMKHOBEHUS WMHBArMHauuu
KULWEeYHMKa nocfie BaKuMHaLMK NeHTaBaneHTHOM peaccop-
TaHTHOM BaKuuHoM B ABcTpanuu n CLUA nokasan Takow xe
YPOBEHb PUCKa Noc/e BBEAEHWUS NEPBOM M BTOPOM 403 BaK-
UMHbL. Tpn 3TOM pPETPOCNEKTUBHbLIA aHaNn3 AaHHbIX, NPO-

BeleHHbIM B KOxHOM Kopee, He BbISIBUA CBSA3U MHBArMHaLmm
KuWleYyHWKa U BaKkunHauuu [21]. Bonee Toro, npoBeaeHHbIN
B HOxkHOM Kopee cpaBHUTENbHbIM aHann3 4acToTbl BCTpeYya-
€MOCTU MHBarnHaumu KuWeYyHWKa A0 Havyana npuMeHeHus
POTaBMPYCHbIX BaKUMH M NOCNe BHEAPEHUS KaK MOHOBa-
NIEHTHOM, TaK M NeHTaBafleHTHOM peacCopTaHTHOM pPOTaBu-
PYCHbIX BaKLWH BbISIBUT CHUXKEHME 4aCTOTbl BOSHUKHOBEHMS
MHBArnHauum K1IWeYHnKa y neten [22].

bonee yem 3a nsTHaguaTb JIeT C MOMEHTa peru-
cTpauumu poTaBUPYCHbIX BaKLMH BTOPOro MOKOJIEHHUSA
6bI/1I0 NPOAEMOHCTPUPOBAHO, YTO MOJIb3a OT MUX MPH-
MeHeHMUs1 3Ha4YuTe/IbHO MnepeBelunBaeT PHCK. 3TO
HalWIo OTpaXKeHWe U B peKoMeHAaumnsax IKCNEePTHOM No3u-
uMn BO3 no cxeme npuMeHeHWs poTaBMPYCHbIX BaKLMH.
M3HavyanbHo B 2009 r. BO3 pekomeHaoBana BBeAeHWe
nepBow A03bl POTABUPYCHbIX BaKUMH MiajeHuam B Bo3pac-
Te 0T 6 fo 15 Hea And MUHUMKU3ALMK PUCKa BOZHUKHOBEHUS
MHBarMHaUMKN KMLLEeYHMKa, NOCKONbKY AaHHbIE, NONyYEHHble
nocsne NPUMMEHEHUS POTaBUPYCHON BaKLMHbI MEPBOro NOKO-
NleHUs1, CBMAETEeNbCTBOBAIN O TOM, YTO PUCK MHBArMHauuu
OblN BbllWe y AeTen cTapwe 15 Hef *MU3HK, Korga BO3HUKALOT
cllydau MHBarvHaumm cpeam nonynsaumm HeNpuBUTLIX AETEN.
3aBeplleHne cxeMbl BaKLMHaLMKM pPEKOMEeHAOBaHO O6blio
nNpoBecTM A0 AOCTUKeHus pebeHKOM Bo3pacTa 32 Hej
[23]. Mocnepgywownii aHanus mMozennpoBaHUsl NoKa3sal,
4YTO MOYKHO npejoTBpaTuTb 44 cny4yas cmeptn ot OPBIra
Ha 1 noTeHUMaNbHbIN c/y4a HHBarMHaymn KMWeYyHHnKa,
ec/in 6yaeT BO3MOXKHO BaKMHMPOBaTb A€TEH 40 BO3pac-
Ta 1 roga [23].

B panbHenwem, OCHOBbIBasICb Ha aHanuM3e matemaTu-
4YeCKOro MoAenupoBaHus, NoKasbiBaloWeM, 4TO AOMOHM-
TeNbHble }W3HWU, CNaceHHble 3a CYET CHATUS BO3PACTHbIX
OrpaHuyeHun 4ns BakymMHaumm npotus PBU, npeBbICAT Yuc-
10 CMepPTeNbHbIX UCXOA0B, aCCOLMUMPOBAHHBIX C BaKLMHOMN,
aKcnepTbl BO3 pacwmnpunnm Bo3pacTHble orpaHuyeHns npu-
MEHEHWS poTaBMpPYCHbIX BaKLMH [10, 20, 24]. O6HOBNEHHasA
B 2021 r. Mo3numna BO3 gononHUTENLHO codeprana peko-
MeHAauUUN B OTHOLUEHUMN ABYX POTABMPYCHbIX BaKLMH, NpoO-
weawmnx npekBanndukaumio BO3 B 2018 r.,, — PortaBak
(Bharat Biotech International Ltd., MHana) n Potacna (Serum
Institute of India, WHausa; B Poccun 3apeructpupoBaHa
noa ToproBbiM Ha3BaHueM Pota-V-3ina) [10]. Kpome ToOroO,
Obll paclMpeH BO3pacTHOW Mepuoj 3aBepLUEeHUst CXeMbl
POTaBMPYCHOM BaKUWMHAUMW BMAOTb A0 24 MEC XW3HMW.
Taknum 06pas3om, 3KCnepTHbIM MHeHneM BO3 noayepkuBa-
nacb 6e30nacHoOCTb U 3pPeKTUBHOCTb 4 npeKkBannduympo-
BaHHbIX POTaBMPYCHbIX BaKLMH, 1 U3 KOTOPbIX paspelieHa
K MpuMMeHeHuIo Ha TeppuTopum Poccuiickon dPepepaumu
B HacTosllee BpeMs. Bbi6op BaKUMHbI 4N MCNONb30BaHMA
B CTpaHe [LO/KEH OCHOBbIBATbCS HA OCOBEHHOCTAX HaLMO-
HaNbHOWM NporpaMmbl UMMYHU3aLKUKU, AOCTYMHOCTU U CTOM-
MOCTHU BaKLMH.

NMoHMMaHWe aBontouuM pekoMeHaauun BO3 w 3HaHue
CyTU CamMUX PEKOMEeHAALMN O4EHb BaXHO 4NS OPUEHTUPO-
BaHWA crneunanucta B TEKYLEN KIMHWYECKOW CUTyaLuu,
OAHAKO CTOMT OTMETWUTb, Y4TO NPU BbIGOPE W Ha3Ha4YeHuu
NOO6bIX IEKAPCTBEHHbIX NpenapaTtos, B TOM YUC/e UMMYHO-
6MONOrMYECKUX, Bpay AO/IKEH PYKOBOACTBOBATLCS Npexae
BCEro MHCTPYKLUMEN MO MEAULIMHCKOMY MPUMEHEHMIO BaK-
UMHbIL. o HoA6psa 2024 r. 3apernctpupoBaHHblie B Poccuun
neHTaBasleHTHbIE KMBble PeacCopTaHTHblE POTaBUPYCHblE
BaKUMHbI (npomn3BoactBa Merck Sharp & Dohme, CLUA
noja TOproBbiM HanmeHoBaHnem PotaTek n Serum Institute
of India, NHans nog ToproBbiM HaumMeHoBaHueM PoTta-V-
91a), cornacHo MHCTPYKUMM NO MEAMLMHCKOMY NpUMeHe-
HWIO, Ha3HaYanuUcb 4eTsaM B Bo3pacTe 0T 6 40 32 Hej KU3HM.
Mpun 3TOM y NpenapaToB eCTb OT/INYNE B OTHOLLEHUKN CPOKOB



BBeAEHMS NepBon A03bl. A MMEHHO: MEPBYI0 BaKLMHALMIO
PoTaTek B COOTBETCTBMM C MHCTPYKLMEN MO MPUMEHEHUIO
paspeleHo 6bi10 NPOBOAWUTb 4O AOCTUMKEHMS pebeHKoM
Bo3pacTa 12 Hepd *W3HKW, Toraa Kak y BakuMHbl PoTa-V-3na,
pa3paboTaHHON M 0A0OPEHHON K MPUMEHEHUIO MO3XKE, TaKOo-
ro orpaHMyeHus He Gbls10 M HET B HacTosee Bpems [15, 25].
Kpome Toro, y4ynTbiBas U3MEHEHWS, BHECEHHbIE B MHCTPYK-
LMIO MO NPUMEHEHMIO, 3aBEPLUEHNE NOMHOro Kypca BaKLM-
Hauuu, cocTosawwero n3 3 4o3 npenaparta Pota-V-3na, Tenepb
BO3MOXHO A0 AOCTUKEHUS pebeHKOM Bo3pacTa 24 mec.

0630p nccnegoBaHMM NO3BOMNA CMOLENNPOBATL M OLe-
HUTb YMCNO CMEPTENbHbIX cnyyYaeB oT PBU v nHBarnHaumm
KUWEYHUKa ANs pasfnyHbiXx rpaduKoB neauMaTpuyecKomn
BaKUMHauUuW. NoNHOLEHHAsA cxema POTaBUMPYCHOM UMMYHM-
3auun ogHoBpeMeHHo ¢ BeefeHnem AKIC-BaKLMHbI MOXKET
npeaoTBpaTuTb OKoNO 74 Thic. (95% WMHTepBan Heonpeae-
neHHocTn: 59 000-100 000) cmepTen oT OPBI'3 (CHUKEHUE
Ha 38%), HO NPKX 3TOM MOXKET cTaTb NpUYnHOMN 201 (77-550)
[OMNONHUTENBHOM CMEPTH OT UHBArMHaUMKU KMLWLEeYHUKa (yBe-
nuyeHne Ha 1,4%) no cpaBHEHWIO C OTCYTCTBMEM BaKLM-
HauuMKW, 4TO NPMBEAET K COOTHOLWIEHMIO NOMb3bl U pUCKa
369 :1 (160 :1 — 895 : 1) [26]. NMpnyem 6bI10 yCTAHOB-
NIEHO, 4TO MnocnefoBaTeNbHOCTb rpadmKa negnaTpuyecKon
MMMYHM3aUMK, BKOYaOWas nepsylo BaKuuHauuto BCG,
a B nocnegyouiem BeeaeHue BakumHbl AKIC, cnoco6eTsyeT
HanMeHbLLEMY KONMYECTBY CMepTewn OT U3ObITOYHOM MHBArm-
HaUMKW KMLWEYHUKa M Hanbonee 61aronpusaTHOMY COOTHOLE-
HWIO MOMb3bl MU PUCKA POTABUPYCHOM BaKLMHALMUM.

BAKLIMHALIUSI HEAOHOLWIEHHDbIX AETENA

NMPOTUB POTABUPYCHON UHDEKLIUU

HepoHolweHHble aeTv BCneacTBMUE YASBUMOCTHU K UHDEK-
LMOHHBIM 3a60neBaHMAM 0CO60 Hy)KAalTca B CBOeBpe-
MEeHHON U 3DPEKTUBHON cneundrUYecKorn UMMYHONpPoPu-
NnaKkTuke [27]. HegoHolleHHble MAafeHUbl UmMetoT 6onee
BbICOKMM PUCK Pa3BUTUS OCIOXKHEHWUIH U rocnuTanmMsaumm
B Cc/lyyae BO3HWKHOBeHWss OPBI3 B cpaBHEHWW C AE€Tb-
MW, POX/AEHHbIMKU B CPOK [28]. HecmoTpsa Ha ya3BMMOCTb
HEeAOHOLWEHHbIX AeTerl K MHOEKUMOHHbIM 3aboneBaHuaMm,
cyuiecTByeT MHOIo MMGOB 0 BaKLMHONPODUIAKTUKE TaKKX
neTten (Hanpumep, 0 CHUKEHHOM UMMYHHOM OTBETE, HEBO3-
MOXHOCTU CHOpPMHUPOBATL aAeKBaTHbIN MMMYHHbIA OTBET
Ha BaKUMWHHblE @HTWUIEHbl), 4TO MPUBOAMT K COMHEHUAM
y NPaKTUKYIOLWMX Bpayern U CNyXKMT NoYBon Ans 60/bllo-
ro KonuMyectBa HeOGOCHOBaAHHbLIX MEAMLMHCKUX OTBOAOB
OT BaKuuHauuu [29, 30].

CornacHo MHCTPYKLUUSAM 3aperucTpmMpoBaHHbIX
B Poccuickon depepaumm poTaBUPYCHbIX BaKLMH U PEKO-
MeHaauusm BO3, neHTaBaneHTHble BaKUMHbI Ans npodu-
NIaKTUKN PBU MOXHO MPUMEHATb Y HELOHOLWEHHbIX AeTen,
COrnacHoO MUX XpOHONOrMYECKOMY BO3pacCTy, HaunHas ¢ 6 Hefl
*n3Hu [10, 15, 25]. CooTBETCTBYIOWMI NOAX0A NPUMEHSAET-
€Sl BO MHOMMX CTpaHax mupa, Hanpumep B CLUA, ABcTpanuu,
KaHage, ctpaHax EBponbl; a B HoBOM 3enaHanu faxe peKko-
MeHAoBaHa BaKuuHonpodunaktnka PBU y HegoHOWEHHbIX
[eTel, KOTopble BbIHYXAEHbl NOny4aTb KOPTUKOCTEPOUIHYIO
Tepanuio [31-36].

B oTaenbHbIX cTpaHax, Kak, Hanpumep, B McnaHwuu,
BaKuMHauua npotuB PBW BKAlOYeHa B yHMBepcalbHYO
nporpamMmy € rocyfapCTBeHHbIM ob6ecneyeHnem TONbKO
AN YSI3BUMbIX MAafeHUEeB, K KOTOPbIM OTHOCHATCA UMEHHO
HegoHoleHHble aeTu [8]. Ha ocHoBaHWKU 0ny6/MKOBAHHbIX
pesynbratoB onbiTa 3QHEKTUBHOIO U 6€30MacHOro npume-
HEHWS POTaBUPYCHOM BaKuUMHauuMK NpuBMBKa npoTtus PBU
Oblla BKAOYEHA B PYTUHHYIO MporpamMmy WMMMYyHW3auuu
B LLBeunn ans geten BbICOKOro pucka. MpakTuka BaKunHa-
LMW HELOHOLWEHHbIX MJadeHLEeB B yCNoBUAX NpebblBaHMs

B CTaLMOHape ucnonbayetca B Upnavamu [37]. KnuHnyeckune
nccneaoBaHna NOATBEPKAAIOT, YTO NOMb3a OT BaKUMHaLMK
3TOM rpynnbl pUCKa B NoAxoAsiiee BPeMsi HaMHOro nepe-
BellnBaeT 060N NOTEeHLMaNbHbIM PUCK Nepefadu BbICO-
KOaTTEHYMPOBAHHOIO BaKLUMHHOIO poTtaBupyca. [pn atom
MNageHLy, POAMBLIEMYCS Ha CPOKe 6epeMeHHOCTU MeHee
28 Hef, KOTOPbIM HaxOAMTCS Ha BblXaXuBaHWKM B CTaLMO-
Hape, nepBble 2 A03bl POTAaBUPYCHOM BaKLMHbI PEKOMEHAY-
eTCs BBOAWMTb NOA KapAuMopecnupaTOpHbIM MOHUTOPUHIOM
B TeyeHue 48 4, MOCKOJIbKY Yy 3TUX AeTeln MOMXKET Habno-
4aTbCa yBENMYEeHMEe 4acToThbl ciyqyaeB 6paavkapanv u/wnm
3NM3040B anHo3. Takne anu3o4bl He NMOBTOPSOTCA B xoA4e
nocnegylowen MMMyHU3aLMK No CXeMe U He PerucTpupy-
0TCS Y HEJOHOLEHHbIX AeTeN, NONYYMBLUMX BaKLMHY nocne
BbINUCKK. Kpome Toro, u B Mosunumm BO3, pernameHTUpy-
olWen NPaKTUKY NPUMEHEHUS MPOLIEeAWNX NpeKkBannduKa-
LMIO POTaBUPYCHbIX BaKUMH, UMMYHU3aAUMSA HELOHOLEHHbIX
MNafeHLEB AOMIKHA NMPOBOAMTBLCS B COOTBETCTBUM C XPO-
HOJIOrMYECKUM BO3PaACTOM, BKOYasa AeTeMn, HaxOAsAWMXCs
B cTaumoHape [10].

OTeyecTBeHHble  METOAMYECKME  peKoMeHAauuu
yKa3blBalOT Ha HeOo6XOAMMOCTb BaKLUMHAUMKM MPOTUB
PBW petel ¢ rectauMoHHbIM CPOKOM He meHee 25 Hen.
PekoMeHAOBaHHbIM KypC BaKLUMHaLWMKM COCTOMT M3 3 003
neHTaBaseHTHON POTaBMPYCHOM BaKUMHbI. [Tpuyem nepsyio
03y BaKUMHbl cnefyeT BBOAMTb HE paHee YeM Yepes 6 Heq
nocne poxaeHus. [eTam, KOTOpbiIM B TeYeHWue nociefHux
42 pHen ocyulecTBisnacb reMotpaHcdy3us uan BBOAM-
IMCb UMMYHOTNOBYNUHbI, BaKUMHALMIO MPOBOASAT C OCTO-
poxHocTbio [38]. B cuTyaumm He06X04MMOCTH NPOBeAEHMUS
BaKUMHaLUUKN rNyOGOKOHELOHOLWEHHbIX MIageHUEB MX PEKO-
MeHAOBaHO npuBuBaTb OT PBW B cTaunoHape 2-ro atana
BbIXaXKMBaHUS BBMAY BO3MOXHOMO YCUNEHUS anHOo3 U HEOO-
XOAMMOCTU KapAMOpPeCNMUPaTOPHOr0O MOHMTOPUHIa B nep-
Bble 48-72 4 NOCTBaKLMHaNbHOro nepuoja, 4to Tpebyet
Bpa4ye6HOro HabalAeHMS U, MTPU HEOOXOANMMOCTH, OKa3aHus
cneunanM3npoBaHHON MeAULMHCKON NOMOLLM. [MOCKONbKY
Ha aTane CTaLuWMOHapPHOro JieYeHUs Henb3s UCMOoNb30BaTb
TaKkne XuBble aTTeHyMpOBaHHble BaKLUMHbI, Kak opasbHas
NoIMOMUENUTHASA U pOTaBUPYCHas, BCIEACTBUE BOSMOXKHOM
KOHTaMMHaUMW HENPUBUTLIX MNafjeHUeB v nepefayv Bak-
LIMHHOro BUpYyca, 06bI4HO NMpuBMBKa NpoTne PBU BbINONHS-
eTcs B [IeHb BbIMUCKKU U3 cTaumnoHapa [31, 38].

OpHako B nocnegHee Bpems nosiBasetcs Bce 60/b-
we nyénuMkauumn, AEMOHCTPUPYIOWMX ONbiT 6e30nacHoro
NPUMEHEHUA POTaBUPYCHOW BaKUMHaAUMK MAajeHuam,
Haxo4AWMMCS B YCNOBUAX CTauMOHapHOro nedexusa [39].
MocneaHne paHHble M3 CLUA v apyrmx cTpaH NpoAeMOH-
CTPMpOBaNM, 4TO OXMAAEMOro PacnpoCTPaHEeHUs BaKUMH-
HbIX WTAaMMOB poTaBupyca B YYPEKAEHUSAX, UCNONbIYIOLLMUX
CTaHAapTHble MeToAbl MHDEKLMOHHOIO KOHTPONS, He Mnpo-
nsowno. lNonyvyeHHble faHHble TaKXe CBUAETENbCTBYIOT
0 TOM, 4TO OTCPOYKa POTaBMPYCHOM BaKLUMHALMUKU JO BbINU-
CKM M3 BGONbHULbI MOXET MPMBECTU K TOMY, 4TO BO3MOX-
HOCTU MMMYHM3aLMK 6yayT ynyuweHol. Kpome TOro, 6bi10
noKasaHo, 4TO pacnpocTpaHeHWe aTTEHYMPOBAHHbIX WTaM-
MOB POTaBMPYCHOW BaKLMHbI Jaxe B YCNOBUSAX CEMEMNHbIX
KOHTaKTOB SIBNSIETCS PEAKOCTbIO.

HAPYLUEHME CXEMbl BBEAEHUAl BAKLUH

NPOTUB POTABUPYCHOMN MHOEKLIUK

HapylieHue cxembl BBEEHUS, K COXaNeHuio, HepeKas
CUTyaLMs B NpaKTUKe Bpaya. B gaHHOWM cTaThbe paccMmoTpe-
Hbl HEKOTOPbIE BOMPOChHI, KAacatolMecs 3ToN NPo6aemMbl.

OaMH M3 4acTo BO3HMKALWMX B MPaKTUKe neauaTtpa
BOMPOCOB: «KaKoBbl 4O/KHbI ObITb AeHCTBUS Bpaya, eC/n
BBejeHa HernoJsiHasi 403a BaKUUHbI?»
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MHeHMS y4eHbIX U3 pasHbIX CTPaH pa3fgenuaunch: YacTb
peKoMeHAauni roBopsaT O TOM, YTO AOMONHUTENbHYIO A03Y
BBOAWUTb HE HYXHO, — TaK cyuTaloT Konnern M3 KaHagbl,
Hanpumep. B 10 e Bpems B HoBow 3enaHanun u ABcTpanum
peKkoMeHAaumns YyTb 60ee nonHas: ecnn pebeHoK CPbIrHyN
WK ero BblipBaso BO BPEMS WM NOCNE BBEAEHUS BaKLMHbI
HEenonHOM A030M npenapata, TO BBOAWTb 3aMellatoLlylo
03y HE HY)HO, MOCKONbKY BaKUMHa mnonana B XXenyaod-
HO-KMLWEYHbIN TpaKT. Ecnn e pebeHOK cpasy BbIMMOHYN
BCIO 03y BaKUMHbI, TO HEO6XOANMMO BBECTM 3aMeLllaloLyto
nosy [33, 34]. MNpu 3TomM B pekoMeHaaumax HaunoHanbHoro
KOMWTETa MO MMMYHU3aLKMK KoponeBCcKow Konnernu Bpaden
MpnaHanMn nNpvBeAEH COBET, KaK YMEHbLUMTb BEPOATHOCTb
CpbIrMBaHMA MAW PBOTbl BO BPeEMS BBEAEHUS BaKUMHbI.
PoTaBupycHyl0 BaKUWHY peKOMEeHAO0BaHO BBOAMTb B Hava-
ne BU3WTa, 4O BBEAEHWA MHBbEKUMW, Koraa pebeHoK elle
He pacCTPOEH M He naayeT, NOCKONbKY pOTaBUPYCHblE Bak-
LMHbI cofgepxKaT caxaposy, KoTopas cnoco6CTBYET yMeHbLUe-
HUIO 6ONEBbLIX OLLYLLEHWUI OT MocneaylUmx MHbekuun [37].
O6pawascb K MHCTPYKLUMAM NO MEAMLMHCKOMY MpUMeHe-
HMIO Pa3HbIX POTaBMPYCHbIX BaKLWH, HEOOGXOANMMO OTMETHUTD,
4TO MO 3TOMY BOMPOCY €CTb Pa3HOYTEHUS. B MHCTPyKUMK
no MeAWLMHCKOMY MPUMEHEHUIO BaKUWHbI PoTaleK 6bino
yKa3aHo, 4TO AOMOSHMUTENbHYIO [03Y BBOAMTb HE HYXKHO.
B 70 »Ke BpemMs B MHCTPYKLMU MO MEAULMHCKOMY NMpUMeEHe-
HMIO BaKLMHbI PoTa-V-31a yKasaHo, 4TO NPUHATHE peLleHuns
OCTaeTcsl Ha yCMOTpeHMe Bpaya, NMOTOMY MOXHO BBECTU
3aMellalollyio 103y B TOT e BuM3WT [15, 25]. MNpu 3tom
BCE aBTOPblI COWAMCb BO MHEHMM, YTO Mocneayowmne 403bl
POTaBMPYCHOW BaKLMHbI CleayeT BBOAUTb COrNacHoO cxeme
BaKuUuMHauuu [15, 25, 33, 34].

Opyron He MeHee Ba)XHblM BOMPOC, BO3HWMKAIOLMK
y NPaKTUKYIOLWMX NeanaTpoB: «KaK 6bITb, ec/iu He ycnesau
BBECTH BCe TPH [103bl 40 JOCTUIKEHUSA pe6EeHKOM Bo3pac-
Ta 32 Hegenb?»

[encTBuUTENBHO, elwe HeJaBHO AENCTBOBANO HOPMaTUB-
HOe orpaHu4yeHne BO3PacTHOro NPUMEHEHNS POTaBUPYCHbIX
BaKuuMH [10]. PekomeHaaumn BO3 o Havyane BaKuMHaLWK
npotuB PBUN po 15-HepgenbHOro Bo3pacta U 3aBeEPLUEHWUH
K 32-HefenbHoOMy BO3pacTy 6bliM 060CHOBaHbI MOTEHLM-
anbHbIM PUCKOM MHBArMHaLMu KMweYHuKa. OgHaKo, y4muThl-
Basi HaKOMNEHHbIN onblT 6€30NacHOro NPUMEHEHUs poTa-
BMPYCHbIX BaKLUMH, @ TaK)Ke OCHOBbIBafCb Ha aHanuse
MOAENMPOBaHMS, MOKa3bliBaloWeM, YTO AOMOJHUTENbHbIE
YKM3HM, CNACEHHbIE 3@ CYET CHATUSA BO3PACTHbIX OrpaHuye-
HWUM ANa BaKuMHauum npoTue PBU, NpeBbICAT YUCSIO CMep-
TeNbHbIX UCXOA0B, aCCOLMMPOBAaHHbIX C BaKuuHOM, B 2013 T.
BO3 pacwwvpuna cBOM peKomeHfaluu, yKasas, 4To [403bl
POTaBMPYCHOW BaKLMHbl MOryT BBOAWTLCH AETAM B BO3-
pacTte a0 24 mec. B Tom uncne n B Poccun Ha ocHOBaHUM,
06HOBNEHHOM B HOsiI6pe 2024 . MHCTPYKLMKU NO MEAULIMH-
CKOMY NMpuMeHeHuto npenapata Pota-V-3na, B HacTosiwee
BpeMS BO3MOXHO MCMOMb30BaHWe NeHTaBaseHTHON poTa-
BUPYCHOM BaKUMHbI JO LOCTUXeHWUs pebeHKoM Bo3pacTta
24 mec [15].

Ecnan no KakMM-nM60o NpuyYnHaM He yganocb 3aBepLinTb
MOMIHbIM KYPC MMMYHM3aUMW K 3TOMy BO3pacTy, cneayet
y6eauTb poauTenem, 4To NpoBeaeHe poTaBUPyCHON BaKLm-
HaLMK fake No HENOJSTHOM cxeme CNoco6CTBYET NpefoTBpa-
weHuto Tsenbix dopm OPBI3 1 MoXeT 3aWmnTnth pebeHKa
OT rocnuTanusalmm no NoBoay poTaBupycHon anapeu [40].

BAKLUMHALMSA AETEMH,
NMEPEHECLUUX POTABUPYCHYIO UHOEKLIUIO
WJ/I1 OCTPYIO KMILEYHYIO UHOEKLIMIO
PekomeHaauun no BaKLMHALMM HEKOTOPbLIX CTPaH,
Hanpumep, CLUA, KaHagbl, HoBoi 3enananu, ctpaH EBponbl

cofepxat eaguHogyliHoe ogobpeHne Heo6xoAMMOCTH Hava-
fa U1 NPOAOMKEHUS BaKLMHALUK AETAM, Y KOTOPbIX 3NU304
OPBI'3 BO3HMK 40 3aBepLIEHNs MOAHOIo Kypca MMMYyHW3a-
umn oT PBU, NoCcKobKy nocne HatypanbHon PBU noasnseT-
€Sl YacTMYHas 3awuTa OT NocnegyoLmx cnyyaeB nHGeKunm
[31-33, 35, 371.

JTHoNOrnsa oCcTporo MHPEKUMOHHOro racTpoaHTEpUTa
He Bcerga noateBepaeHa nabopaTtopHbIM NyTeM, Tem 6onee
He YTOYHEH WTamM BO36yauTeNns, NOTOMY Ba*KHO BaKLM-
HMpoBaTb NpotueB PBWN Kaxaoro BEpOATHO HEMMMYHHOIO
peb6eHka [10].

Kpome Toro, cnegyeTt y4yecTb, YTO MNOCTUHOEKLMOHHbIN
UMMYHUTET NpoTnB PBU He fBndeTca CTepUbHbIM U FTOMO-
NOrMYHbIM. o 3TOW MpUYMHE MNAAEHEL, MOXET MEpPEHEeCTH
OPBI'3 euie HeogHoKpaTHo [31, 41]. B cBoto ouepenb,
poTaBMpycHasa BaKuMHauua cnocobetByeT dopmupoBa-
HWIO MOCTBaKUMHANBbHOIO UMMYHHOIO OTBETA, B TOM 4Yucne
B OTHOWeEHUK Taxenbix dopMm PBU, OCNOXKHEHWA U rOCMU-
Tanusalumu no nNpuMyYnHe potaBmpycHon anapeun [10, 31, 41].

BAKLUMHALMA AETEN

OCOBbLIX FPYMN (BUY-UHDEKLIUA,

UMMYHOKOMMNPOMETUPOBAHHDIE)

Taxenblh UMMyHOZedULNT SBASETCA NPOTUMBOMNOKa3a-
HMEM K BBELEHMIO KMBbIX BaKLMH MU3-3a PUCKa pas3BuTHA
MHDEKUMOHHOro 3aboneBaHnsa, U B AaHHOM clyyae atTe-
HYMpOBaHHble BaKLUMHbI Ans npodunaktukm PBU He aBng-
loTcs uckaodennem [15, 25, 31, 32]. OaHako, cornacHo
MNo3uumm BO3, MHOMUMPOBAHHbIE BUPYCOM MMMYHOAEDULM-
Ta vyenoBeKka (BUY) net MmoryT 6biTb NPUBUTLI POTAaBUPYCHOM
BaKLUWHOM B COOTBETCTBMM CO CTaHAAPTHbIM KaNleHAapem
NPMBMBOK, KPOME TOro, UCCNefoBaHWE C LEeNblo BblsBNe-
HUA BUY-nHPeKUnn He aBnseTcsa 0693aTesbHbIM YC/TIOBUEM
aNna npoBeaeHus BakuuHaumm [10].

Ha ocHOBaHWW pe3ynbTaToB Hay4HbIX AaHHbIX, MPO-
aHanuaupoBaHHbix CDC, He nopTBep)aeHa pasHuua
B npoduie 6e30nacHOCTU POTaBUPYCHbIX BaKuuH y BUY-
MHPULMPOBAHHbIX AETEW WM OeTen, POXAEHHbIX oT BUY-
MHOULMPOBAHHON MaTepu, B CPaBHEHWW CO 340POBbLIMU
aeTbMu. OQHOBPEMEHHO C 3TUM PErynsTOPHbIM OpraH, onpe-
NensioWmi NpakTUKy MMyHonpodunaktukm B CLUA, peko-
MEHAYET NPUHMMATb pelleHne 0 BaKLMHaLMK C Y4ETOM crie-
OYIOWKNX yTBEPXKAEHUN: anarHo3 BUY-nHbeKumn y pebeHKa,
poxkaeHHoro oT BUY-uHduMUMpoBaHHON MaTepu, MOXKeT 6bITb
He yCTaHOB/IEH K MOMEHTY BBELEHUS NEPBON A03bl POTaBM-
pycHom BaKumHbI (B CLLUA TonbKo 1,5—-3% aeten, poxAeHHbIX
oT BUY-nHPMUMpOBaHHbIX MaTepen, BNOCNeACTBUN UMEIOT
anarHos BUY-mHbeKUMM); BaKUMHHbIE WITaMMbl pOTaBupyca
[LOCTaTO4YHO ocnabneHbl U MOTOMY HE MOFYT CTaTb NPUYUHOWN
BaKLMHOaccoLumpoBaHHon natonorum [30].

CTOWUT OTMETUTb, 4TO B MpnaHamm pekoMmeHaoBaHa Bak-
umMHaumsa BUY-MHOMUMPOBAHHbLIX AeTEW, OAHAKO OTAENbHO
yKa3aHo, YTO KMBbl€ BaKLMHbI, TAKWE KaK BaKUMHa 4Nns npo-
GUNaKTUKM BETPSHON OCMbI, poTaBMpyca U KOMOGUHUPOBAH-
Has BaKLUWHa ANS KOPW, KPAacHyXW u napotuTa, MOoryT 6biTb
Ha3Ha4yeHbl TONbKO TEM AETSAM, Y KOTOPbIX YPOBEHb KNETOK
CD4 > 15% [37].

Xo4yeTcs TaK)Ke o6paTuTb BHUMaHWE U Ha ob6paTHyto
CUTYaLMIO: BaKLMHHbIA WTaMM B PELKMX CAyvyasX MOXKET
o6HapyxuBaTbcs B CTyle pebeHKa Ao 28 aHew nocne BBe-
[OEeHUs NepBOM A03bl BaKLMHbI M 40 15 AHEen nocne BBeAeHUS
BTOpOM. B cBSI3M C 3TUM MMMYHOKOMMNPOMETUPOBaHHbIE
YNeHbl CEMbW BaKLUMHUPOBAHHOIO POTaBUPYCHON BaKLMHOM
pebeHKa, K KOTOpPbIM OTHOCAT, Hanpumep, NauuMeHToB CO
3/10Ka4eCTBEHHbIMW HOBOOGPA30BaHUAMKU WK MOJyYato-
WKMX NpenapaTbl UMMYHOCYNPECCUBHOIO 4ENCTBUS, AOMKHbI
TWaTenbHO cobnogaTtb nNpasuaa rMrmeHbl NP CMeHe noga-



ry3Huka v 6enbsi NPUBMTOro MnaaeHua ansg MUHUMU3aLUK
pUCKa MHOULMPOBAHMA UM n3beraTb HENOCPEACTBEHHOIO
KOHTaKTa C KaJioM NPMBWUTOrO B YKa3aHHbIe Bbllle CPOKM
nocne BakuuHauuu [15].

B3AUMO3AMEHSAAEMOCTDb

POTABUPYCHbIX BAKLUH

YunTbiBas TEKyLLYlD CUTyauMio C MocTaBKamu fiekap-
CTBEHHbIX MpenapartoB, ecTb Heob6XoAMMOCTb B OTBETE
Ha ellle 0AMH OYEeHb BaXKHbl BONPOC: «SBASIOTCA 1N Bak-
UMHbI gna npodpunakTukn PBU B3anumo3zameHsieMbIMU ?»

Mo onpenenenunio BO3, B3aMMo3amMeHAeMbIM SBASETCA
JNIeKapCTBEHHbIA NpenapaT, KOTOPblI 3KBMBANEHTEH, T.e.
coBnagaeT no aGPeKTUBHOCTM M 6e30MNacHOCTU NpPU Comno-
CTaBJfIEHWM C NpenapaTtoM CpaBHEHMSA U HA KOTOPbIM npena-
paT cpaBHEHUS MOXHO 3aMEHUTb B KJIMHUYECKOM NPaKTUKe.

B Poccuickon deaepaumn nopsaaoK onpeaeneHns B3an-
MO3aMEeHSAEMOCTH IEKAaPCTBEHHbIX NPenapaToB yCTaHOB/EH
Ha OCHOBaHMKM MNPOLEAYPbl M XapaKTEPUCTUK, NMpeaycmo-
TPeHHbIX CT. 27.1 PepepanbHoro 3akoHa oT 12.04.2010
Ne 61-d3 (pea. or 30.01.2024) «O6 ob6palleHnn nekap-
CTBEHHbIX cpeacTts». B 2022 r., B coOTBETCTBMM C M. 2 CT. 3
depnepanbHoOro 3akoHa ot 27.12.2019 N? 475-d3 «O BHe-
CEeHUN nameHeHun B PeaepanbHblii 3aKoH «O6 obpalleHumn
JIeKapCTBEHHbIX cpeacTB» n deaepanbHbll 3aKoH «O BHe-
CEeHUN nameHeHun B PeaepanbHblii 3aKoH «O6 obpalleHumn
JIeKapCTBEHHbIX CPeAcTB», B OGHOBJIEHHbIH (4OMOJIHEH-
HbIA) NepeYyeHb B3auMO3aMeHsIeMbIX NpenaparoB Gbin
BKJ/Il0YE€Hbl NMeHTaBaJIeHTHble POTaBUPYCHble BaKLMWHbI
PotaTek u Pota-V-3iig [42]. B HacTosllee Bpemsa poTaBu-
pyCHble BaKLUMHbl WCK/OYEHbI U3 [I@HHOrO CrNMCcKa BBUAY
OTMEHbI rOCYAapPCTBEHHON perncTpauumn BakLUmHbl PoTaTeK.

B oTHOWeHWN poTaBupycHOW BaKuuMHauuu BO3 peko-
MEHAyeT BCE e N0 BO3MOXHOCTM MNpUAEPHKMBATLCSH
NPeMMyLLECTBEHHOIO 3aBEPLUEHUS CXeMbl BaKLMWHALUK
C UCMNOJSIb30BaHMEM OAHOM W TOW XXe BaKLUMHbl npotuB PBU.
OpHako ecnu npenapart, UCMonb3yeMbld AN npeablayllen
[03bl, HeAOCTYNEeH WM HEU3BECTEH, CEPUIO CneayeT 3aBep-
WNTb Nt06bIM AOCTYMHbLIM JIMLIEH3UPOBAHHbLIM MpPenapaToMm.
[Mp1 3TOM NOBTOPHOE Havyasno cepun He pekomeHayetcs. Ecnu
cepus BK/OYAET HECKONbKO BaKUWMH WAM BaKUMHbI HEU3-
BECTHbl, HE06X0IMMO BBECTU B OOLLEN COXHOCTM 3 A03bI
pPOTaBUPYCHOW BaKUWHbI /19 3aBepLIeHUs MOSIHOW cepun
BaKUMHaUMK. Ecnu cTpaHa nepexoauT OT MCMNob30BaHuUS
OAHOWM BaKLUMHbI K JpYyron, B TEYEHWE NEPEXoaHOro nepuo-
[a OCHOBHOE BHMMaHWe AO/MKHO YAeNnsaTbCs 3aBepLUEeHUIo
cepui BaKLMHALMM OAHUM M TEM XXe BaKUMHHbIM npenapa-
TOM ANS KaXKAoro otaenbHoro pebeHka. Korga ato HEBO3-
MOXHO WM3-3a@ NPOrpaMMmHbIX TPYAHOCTEW, AETU C HEMOHON
cepuen IoMKHbl 3aBEPLUUTbL ceputo Apyrum npenapatom [10].
B CLUA, KaHapge, ABCTpannmn U MHOTUX APYrMx cTpaHax pery-
NATOPHAsA NpPaKTUKa NPUAEPKMBAETCA TAKOro Xe npuHumna:
cxema BaKuuHaumu npotme PBW ponxkHa 6biTb NpoBefeHa
OAHUM M TEM e NpenapaTom, Koraa aTo BO3MOXXHO. OgHaKo
€C/M BaKUMHa, ncnonb3yemas ans npeaplayllen ao3bl, Hepo-
CTYMHa WX HEUM3BECTHA, CEPUIO cneayeT 3aBepLlnTb Nt06bIM
[OCTYNHbIM NTULEH3UMPOBaHHbLIM NpenapaTom [31, 32, 34].

NMPOAOJIKMTE/IbHOCTb MOCTBAKLIMHAJILHOM

3ALLMUTBI OT POTABUPYCHON UHOEKLIUU

ODPEKTUBHOCTb KMUBbIX aTTEHYMPOBAHHbLIX POTaBMpYC-
HbIX BaKLUWH OblCTPEE CHUXKaEeTCs B pPerMoHax C BblCOKUM
6peMeHeM U BbICOKOW cMepTHOCTbio oT PBWU, yem B npo-
MbILWAEHHO Pa3BUTbIX CTPAHax C HU3KUM BpeMEHEM U HU3-
Kow 3aboneBaemocTtbio OPBI3 [43]. Tak, no pesynsratam
MeTaperpeccMoHHOro aHannada ycTaHOBAEHO, YTO addek-
TUBHOCTb YKMBbIX MEPOPasbHbIX POTABUPYCHbIX BaKLMH CHU-

anacb 6biCTpee B YCNOBWAX BbICOKOWM CMEPTHOCTW, rae
COBOKynHas apdeKTUBHOCTb Yeped 12 mec cocTaBmna Bce-
ro 44%. HanpoTuB, B yCNOBUSAX HU3KOW U CpeHeEN CMEPTHO-
CTW COOTBETCTBYIOLLMI NOKa3aTenb coctaBun 77-94% [43].
HekoTopble nccnefoBaHns adOEKTUBHOCTH, NPOBEAEHHbIE
B CTpaHax C HU3KUM OpPEMEHEM W HW3KOW CMEPTHOCTbLIO
ot PBW, npoagemoHcTpupoBanu noagepxaHne adbbeKTmnB-
HOCTM 3alnTbl OT TsKenblx dopm PBU garke nocne Tpex net
nepBMYHON BaKLUMHaunn [44-46].

B cuctemaTtvyeckom 0630pe, AEMOHCTPUPYIOWEM OMbIT
POTaBMPYCHOWM BaKLUMHaALMM B €BPOMENCKUX CTpaHax, npu-
BOAATCA pe3y/nbTaTbl UCCNEeAOBaHW, B KOTOPbLIX M3yyancs
ypoOBeHb rocnutanusauum no nosoay OPBII y nuu B BO3-
pacTte oT 5 4o 65 fneT, BO BCeX U3 KOTOPbIX CO06LLaNoch 0 ero
CHUXEHMWU Noc/e BBEAEHMS NPAKTUKU PYyTUHHOW poTaBupycC-
HOWM BaKuUMHauumu [8]. B 4yacTHOCTH, B UccneaoBaHum, NpoBe-
fieHHoM B ABCTpuu B nepuog ¢ 2002 no 2009 r., npoaemMoH-
cTpupoBaHo 100,0% cHUKeHWe cnyvaeB BHYTPUOONIbHUYHOIO
OPBI'3 cpeau neten B Bo3pacTte o1 6 4o 10 n ot 11 no 18 net
OAHOBPEMEHHO C BbICOKMM MOKazateneM 3hdeKTUBHOCTU
BaKUMHALUMM B OTHOWEHMU rocnuTanusauum no npuyunHe
OPBI'S — o1 72 no 87% [47]. ccnepoBatenu u3 ABCTpanuu
YCTAHOBUU YMEPEHHOE CHUKeHWe 3DOEeKTUBHOCTM MOHO-
BaNIEHTHON POTaBMPYCHOM BaKLMHbI B OTHOLEHWMW BbisiB/E-
HWS NabopaTopHO NOATBEPXAEHHbIX cnydaeB PBU ¢ 88,4%
(y neTen B Bo3pacTe 6 mec cpasy nocne BakunHaumm) 1o 77%
(4yepe3 5-10 net nocne BaKkuuHauuu) [48]. B To e Bpems
peaynbraTbl UCCNefoBaHMs AIMTENbHOCTU UMMYHHOMO OTBETa
MOHOBafIEHTHON M MEeHTaBaNeHTHON POTaBMPYCHbIX BaKLMH
B TarBaHe NOATBEPAMIN ANUTENbHYIO 3aLUUTY B OTHOLIEHUMU
rocnutanusauuv no npuyinHe OPBIY, KoTopas He3Ha4YUTeNb-
HO CHWXKanacb y aeten ctaplue 3 net — 4ytb meHee 80% [49].

3AK/TIOYEHUE

B HacToswee Bpems PBU npeactaBnseT cob6om BbICOKO-
KOHTarmo3Hoe LIMPOKO pacnpocTpaHeHHoe M ynpaBnsemoe
C NOMOLLbO BaKLMHaL MK 3a6oeBaHune, xapaKkTepuaytoLllee-
Csl 3Ha4YnUTENbHbIM 6peMeHeM 06LLECTBEHHOIO 31paBooxXpa-
HEeHUS, B TOM YUCNe 3KOHOMUYECKMM, OCOBGEHHO B KOropTte
[IETCKOr0o HaceneHus.

MHOroneTHMI ONbIT MAaCcCOBbIX MPOrpPaMm POTaBUPYCHOM
BaKLUMHALUMK B CTpaHax Pa3HOro ypoBHA 3KOHOMWYECKOro
Pas3BUTUSA AEMOHCTPUPYET BGbICTPOE U CYLLECTBEHHOE CHUMXKE-
HWEe Yucna poTaBUMpPycHOW 3ab6oneBaemMOCTH, rocnuTannsa-
UM, obpallaeMoCcTM 3a MeaULMHCKON MOMOLLbIO U CMepT-
HocTwu [50].

B yacTHOCTH, 0630p BO3AENCTBUSA Ha 340POBbE AeTen
nporpaMmbl POTaBUMPYCHOW BaKLUMWHALMK, MNPOBOANUMOWN
B ABcTpanun ¢ 2006 no 2021 r., NOo3BOAUA NPOAEMOH-
CTpupoBaTb 6bICTPOE COKPaLLEHNE YPOBHS rocnuTannsaumnm
no nosoay PBU cpeaun peten mnagwe 5 net B pesynbrate
BbICOKOI0 OXBaTa BaKLUMWHaLWeN, OCTUIHYTOro 3a KOPOTKoe
Bpems [51].

[JononHuTenbHble NpeumyllecTBa POTaBUPYCHOW BakK-
LMHaLKWK BKOYaloT B cebs1 apPEKT KONNEKTUBHOM 3alLUTbI
oT OPBI'3, cHUXeHKWe ypoBHS 3a60/1eBaeMOCTH BHYTPMOO/b-
HUYHBIMW KULWEYHbIMU MHDEKLMAMU U POCT IKOHOMMUYECKON
Bbirodbl. Pe3ynbtaTthl AencTBMUS BaKuuHauuu npotus PBU
MOTyT OblTb AOMONHUTENLHO YNy4lleHbl U 6yayT elle 6onee
3aMeTHbI C pacliMpeHnem rnobanbHOro oxeaTa.

B paHHOM cTaTbe aBTOpbl MOcTapanucb AaTb OTBETHI
Ha Haumbosee 4YacTo BO3HMKaOLWME Y MEAULMHCKUX CneLm-
aMCTOB BOMPOCHI, Kacatowmecss BaKLUMHOMPODUIAKTUKK
PBW, 1 HageloTcs, YTO 3TO MOMOXKET MPaKTUKYIOLWNM Neau-
aTpaM NpUHUMMaTb pelleHne 0 HeoBX0aAMMOCTM POTaBUpPYC-
HOM BaKLUWHaALMK, B TOM YMUCNE C YYETOM WUHAUBMAYaANbHbIX
0cOobBeHHOCTEN NauneHTa, TakMM 06pa3oM CcrnocobCTByS
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yBENMYEHUIO OXBaTa POTaBWMPYCHOM BaKUWHaUWen peTew
Hallen cTpaHbl.

B uenom cnegyeT NoAYEPKHYTb, 4TO, HECMOTPS Ha NpwU-
Be[EHHbI B cTaTbe 06LWEMUPOBOM OMbIT BaKLMHALMK NPO-
TMB PBWU, 4eMOHCTPUPYIOLWLNI, B HaCTHOCTHU, Pa3HOPOAHOCTb
NPUMEHEHUA POTABUPYCHbIX BaKUWMH B 0OCOOGbIX rpynnax
pUCKa, a TaKKe B 6onee cTaplueM Bo3pacTe, pOTaBUPYCHYIO
BaKLUMHaAUMIO HEOBX0AMMO MPOBOAUTL C MCMONb30BaAHUEM
NMLEH3MPOBaHHbIX Ha TeppuTopun Poccuinckom deaepauun
MMMYHOBMONOMMYECKMX NpenapaToB, PYKOBOACTBYACh HOP-
MaTMBHO-NPaBOBLIMWU JOKYMEHTaMM, K KOTOPbIM B TOM YMUC-
Ne OTHOCMUTCS MHCTPYKLMSA MO NPUMEHEHMIO Npenapara.
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CoBpeMeHHble BO3MOXHOCTHU
NnpUMEeHeHusa aAynunymaoa y aeteum
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HAynunymab — 3TO reHHO-MHXXEeHEPHbIN UMMYHOBMOI0rMYECKUI npenapar, KOTOPbINA B MOCAEAHUE oAbl BCE Yallje UCMOoJ/b-
3yeTcsi Ans nevyeHns 6poHxuanbHou actmbl (BA), atonnyeckoro gepmatuta (AT[) v 903MHOPUILHOrO 33o¢aruta (39)
y aeten. Llenb ncecnegoBaHnsa — npoaHaan3nupoBaTb COBPEMEHHbIE TUTEPaTYPHbIE AaHHbIE, MOCBALEHHbIE MPUMEHEHMIO
aynuaymaba B nedyeHmn BA, AT/l n 33 y geten. HecmMoTpsi Ha HEAOITYI0 UCTOPUIO NPUMEHEHUS AynuayMmaba B neanatpu-
4YeCKOH Monynsymu, ero Mcrosib30BaHUe rnokasaso MHoroobeuarnlyme pesybtatbl MPpU J1€4eHUN MHOXKECTBa COCTOSIHMH,
B naToreHe3e KOTopbiX 1exXnT T2-BocnaneHne, B nepsyto odepenb bA, AT n 33. OH npoageMoHCTprpoBaa 3pHEKTUBHOCTb
Yy NauyMeHTOB C Pa3/IMYHbIMU KJIMHUYECKUMM MPOSIBJIEHNSMU, XapPaKTePU3YIOLMMUCS YMEPEHHBIM U TSIKEJIbIM TeYeHnem
WM pe@pPaKTepPHOCTbIO K JIEYEHUIO, N MPUBEJT K YNYYLIEHNIO Ka4eCTBa KN3HM naumeHToB. C paclumpeHmemM npuMeHeHms
aynuaymaba nosiBasieTcss Bce 60Jiblie AaHHbIX O €ro nojie3HOCTU B JIeHeHUU Apyrux 3abosieBaHUi, onocpeAoBaHHbIX
T-KneTKamu.

KnroyeBblie cnoBa: fynnaymab, 6poHxXUaibHast actMma, atornm4ecKui epmaTnuT, 303MHOPUIIbHbIN 330paruT, 4eTH
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Modern Possibilities of Usage Dupilumab in Children

Dupilumab is a genetically engineered immunobiological drug that has been increasingly used in recent years to treat bronchial
asthma (BA), atopic dermatitis (AD) and eosinophilic esophagitis (EE) in children. The aim of the study is to analyze current literature
data on the use of dupilumab in the treatment of BA, AD and EE in children. Despite the short history of dupilumab use in the pediatric
population, its usage has shown promising results in the treatment of many conditions whose pathogenesis is T2 inflammation,
primarily BA, AD and EE. It has demonstrated efficacy in patients with various clinical manifestations characterized by moderate to
severe course or refractory to treatment, and has led to an improvement in the quality of life of patients. With the expansion of the
use of dupilumab, there is more and more evidence of its usefulness in the treatment of other T-cell-mediated diseases.
Keywords: dupilumab, bronchial asthma, atopic dermatitis, eosinophilic esophagitis, children
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OBOCHOBAHME

Aynunymab — 3TO FE€HHO-WHXXEHEPHbIM MMMYHOOKWOO-
rMYECKMI npenapart, KOTOpbIi B NOCAeAHWe rofbl BCe Halle
ncnonblyeTca ANs nevyeHuss GpoHXManbHOM actmbl (BA),
atonu4yecKoro aepmatuta (At) M 2303MHOPUNBLHOIO 330da-
ruta (33) [1, 2]. 310 YenoBe4yecKoe MOHOKJIOHANIbHOE aHTK-
Teno 1gG4, KoTopoe cBA3biBaeTCcs € anbda-cybbeanHuLEen
peuenTtopa nHtepnenknHa 4 (IL-4Ra) n MHrMGUpPYeT CUrHanb-
Hble KacKkagbl nHTepnenkuHa (IL) 4 n IL-13, onocpeayowmx
T2-accoumnpoBaHHoe BocnanexHue [3]. Aynuaymab O6bin
BNepBble 0106peH YNpaBaeHUeM No caHMTapHOMY Haa30py
3a KayecTBOM MULLEBbLIX NPOAYKTOB U MeankameHToB CLLA
(FDA) B 2017 r. ans npuMeHeHus y B3pochbix ¢ AT/ cpegHen
W TSXKENOM CTEMEHbIO TEYEHUS, a 3aTEM NONY4YnI ogo6peHne
N5l nedeHns BA, XpOHUYECKOro PUHOCHUHYCHTA C NMOJIMMO30M
Hoca, 33 v y3n10BaToOro nNpypuro y B3pocnbix [4]. B 2019 r.
FDA ogo6puno npumeHeHue gynunymaba y neguaTtpuyeckunx
naLuneHToB B Bo3pacTe oT 12 neT u cTaplue ang nevyenuns At
cpeaHen u Taxenon ctenenu; B 2020 . 3To pa3pelleHue
6b1/10 pacnpoCcTpaHEHO Ha eTeln B Bo3pacTte oT 6 Ao 11 ner,
aB2022r. — Ha eTen B Bo3pacTe oT 6 mec a0 5 net. Kpome
Toro, gynuiaymab 6bi1 0a06peH Ana nedenHua BA cpenHewn
W TSXKENOoW CTeneHn y NauMeHToB B Bo3pacTe 12 neTt u ctap-
we B 2018 . n ot 6 go 11 net — B 2021 r. [4]. B 2024 .
aynunymat 6b11 0go6peH Ans nedeHuns 33 y aeten [4].

Aynunyma6 npuBneKaTtefneH Mo MHOrMM MpUYMHaM.
HecmoTps Ha To, 4TO OH SBNSETCH GMONOrMYECKUM Mpe-
napatom, aynuaymab He OKa3blBaeT UMMYHO[ENPECCUB-
HOro addeKkTa U, Kak npaBuIo, MMeEeT 6aronpuUaTHbIN
npodunb NOGOYHLIX ABNEHUW, a TaKKe He TpebyeT npo-
BeAeHNs NabopaTOPHOro MOHWUTOpMHra. bbino nokasaHo,
4yTO Aynunymab oKa3blBaeT OTHOCUTENIbHO ObICTpoe Aew-
CTBWE, YTO NMPUBOAMUT K 3OPEKTUBHOMY CHUMKEHMIO Bbipa-
YEHHOCTU CUMMNTOMOB [5].

Llenb uccnegoBaHua

MpoaHanManpoBaTb COBPEMEHHbIE NUTEPATYpPHbIE AaH-
Hble, MOCBSLLEHHbIE MPUMEHEHWIO Aynunymata B Jle4EHUU
BA, ATl u 33 B negnaTpu4EeCKOM NONynaLmuu.

AYNMUNYMAB U ATONMUYECKUA AEPMATUT

AT[] — 3TO XPOHMYECKOE PEMUTTUPYIOLLE-PELNANBUPY-
owee BocnanntenbHoe 3a6oneBaHne, KOTOPbIM, MO OLEH-
KaMm, cTpagatT 2,7-20,1% neter BO BCEM MUpE, NMPUYEM
y 90% naumMeHTOB OHO NposiBASETCS B Bo3pacTe A0 5 nerT,
ay 60% — B Bo3dpacTte o 1 roga [6]. NMatodmanonorus
AT[l MHOropaKTopHa M BKOYaeT B cebsi reHeTUYecKyto
NpPeapacnoNOXEHHOCTb U HapyLLEHWE PErYNSLIMM UMMYHHOM
CUCTEMBbI, YTO MPUBOAMUT K AMCOYHKUMM 3nuaepMasbHO-
ro 6apbepa [7]. ATl oKa3blBaeT 3HaA4YUTENbHOE BAWAHUE
Ha Ka4yeCTBO XW3HW OETEeN W NUL, OCYLLECTBASIOWMX YXOA
3a HUMMW, MOCKO/IbKY COMPOBOX/AAETCS HapyleHWAMU CHa
W pasfipaxkMTenbHOCTbIO, CBA3aHHOM ¢ 3yaoMm [8].

bnokupys nepepayy curHanos IL-4 un IL-13, aynunay-
Mab BMSET Ha aKTMBHOCTb Th2 1 MoaynuMpyeT akTUBHOCTb
psiga reHoB, KOTOpble UrpatoT ponb B natoreHese At/ [9].
B TpaHCKpMnTOME MNPOMCXOAAT MHOMXECTBEHHblE M3Me-
HEHWS, KOTOpble BAMAIOT Ha 6GapbepHylo GYHKLMIO KOXM
npv AT/, BKItOYas CHUXKEHWE 3KCMPECCUM TeHOB, CBSI3aH-
HbIX C rMnepnnasven u nponudepauunen anugepmuca [9].
AdodekT gynunymaba npu ATl MoxKeT 6bITb J0303aBUCUMbBIM.
J.D. Hamilton v coaBT. B MccnegoBaHnu Ha B3POCbIX NaLu-
eHTax coobuiann, YTO 3KCMPECCUS TEHOB, aKTUBUPYEMbIX
npu AT, cHuXanacb y 60JbHbIX, NOMAy4YaBWKUX Aynunymao,
Ha 26% (95% AN 21-32%) 1 Ha 65 % (95% ON% 60-71%)
npu nedyennn 150 n 300 Mr cOOTBETCTBEHHO. AKTMBHOCTb
reHoB CHwWKanacb Ha 21% (95% AU 16-27%) n Ha 32%

(95% AN 26-37%) npu npueme aynunymaba B AO3MPOBKE
150 1 300 mr cooTBeTCcTBEHHO [10].

Y neanatpuyeckux nauueHToB 6onee BbICOKME Harpy-
304Hble [03bl Aynuaymaba MOryT MNpUMBECTM K 3Hauu-
TENbHOMY ynyylleHuto TevyeHusa AT[. Y peten B Bo3pacTe
10 6 neT ¢ Maccon Tena 6onee 15 Kr Harpy3o4yHas Aosa
B 600 mr nokasana 6ofiee 3Ha4YUTENbHOE CHUXKEHWE 3yaa
yepes 2 Hel NO CPaBHEHWUIO CO CTaHAAPTHOM Harpy304YHOM
noson B 300 mr [11]. Kpome Toro, HepeaKko nawlueHTam Tpe-
OyeTcsa yBenMyeHne 4o3bl MM YacToTbl MpMeMa npenapaTta.
A. Blauvelt 1 coaBT. coobuanu, 4YTo cpeau AeTen B Bo3pac-
Te oT 12 no 18 net npumepHo 70% NauMeHTOB HyXXAanncb
B YBE/IMYEHUN 4aCTOTbl BBEAEHWUS NpenapaTa ¢ 04HOro pasa
B 4 Hea 4O OAHOro pasa B 2 HeA, 4TO MO3BoNSeT npeano-
NOXMTb, 4TO NPUEM Npenaparta Kaxable 2 HeJ MOXKET ObiTb
6onee LenecoobpasHbIM A8 NOAPOCTKOB [12].

B HecKOnbKMX uccnepoBaHMsAX M3yvanacb 3PpdeKTUB-
HOCTb Aynuiaymaba npu NevyeHun pasnnyHbix GeHOTMNOoB
At[. A.D. Ferruci n coaBT. coo6LW,anocb, YTO BOCNaNUTENb-
HbIH W TreHepann30BaHHbIK NUXEHOUAHbIN deHoTUnbl AT/,
ObICTpEe pearnpyloT Ha nedyeHuve agynunymabom Mo cpas-
HEHUWIO C HyMMynapHoM ak3emon [13]. OgHaKo HecmoTps
Ha TO, YTO HYMMYASPHbIM GEHOTMN CNoXKHee noapaetcs
NIeYEHUI0, OH NO-NPEXHEMY AEMOHCTPUPYET XOPOLLUMI OTBET
Ha aynunymab. AHanornyHo E.J. Kim u coaBT. onucanu,
4yTO Tepanua aynuaymabom npu neyenun AT ¢ HyMMynsap-
HOM 3K3eMOM MpPOoLEMOHCTPUpOBaANa KAWHUYECKOE Ynyy-
lweHne y 86% neten [14]. HeGonblwasa cepma KIMHUYECKUX
clly4yaeB nokasana, 4to gynunymab addeKTUBEH npu neve-
HUW OETCKOW HYMMYNSIPHOM 3K3eMbl U Y310BaTOro Npypuro,
npu 3TOM OTBET HacTynaert yxe 4yepe3 4 Hep [15]. F. Gelato
M COaBT. ONUCaNMU OTCYTCTBME Pa3nnymMn B adbEKTUBHOCTH
aynuaymata OTHOCUTENIbHO YMEHbLUEHNUS 3yaa W yayylweHus
KayecTBa XWM3HW Yy NauneHToB cTapwe 12 feT ¢ BHeWHUM
(annepruyeckum) At No cpaBHEHUIO C BHYTPEHHUM (Hean-
nepruyecknm) Tunom [16]. H.H. MypluakuH 1 coaBT. npeacTa-
BW/IM ABa KJIMHUYECKMX ClyYas UCNOAb30BaHuUs gynuinymaba
y aeten ana nedenus At[. ABTopbl Mokasanu, 4To npena-
paT NoNOXMUTENbHO BAUSET Ha TeyeHue 60se3Hu, nomoras
LOCTUYb PEMMUCCUM KOXKHbIX NPOSIBNEHWN, YBENUYUTb €e
NPOAOIKUTENBHOCTb M YNYYLWUTb Ka4eCTBO XM3HU NauueH-
ToB. Kpome Toro, 6bina npoaeMoHCTpupoBaHa addeKTUB-
HOCTb Agynunymaba ans neveHuns geten Mnaglwero Bo3pacTa,
0CO6EeHHO B cryyasx nepcuctupytowero At n aTonmyeckunx
3a60neBaHnii, COMPOBOMXKAAOLWMXCA HECKONbKMMU COMyT-
CTBYIOWMMM COCTOSTHUSIMM [17].

MmMeloTcs CBeAeHMs, YTO CbIBOPOTOYHblIE GUMOMapKepbl
y geten ¢ AT[l U3MEHATCA BO BPEMS JIeHEeHWUs Oynuny-
MaboM. BblIo OTMEYEHO CHUKEHME YPOBHS 30TaKCHUHa-3,
XEMOKMHa, KOTOPbIM WrpaeT BaKHyl0 pofb B NpuBiede-
HUKM 203MHOPUNOB, Yepe3 4 Hep nocne Hayvana Tepanuu.
YpoBeHb 303MHOGMMNOB B CbIBOPOTKE KPOBWU TaKKe CHMU-
3UNICS B TedyeHne 16 Hep nevyeHns aynunymabom. XoTs faH-
Hble OrpaHuUYyeHHbl, ApYyrue CbiIBOPOTOYHblE GMOMapKepsbl,
BK/IlOYAs TUMYC-aCCOLMMPOBAHHbBIA PErynsaTOpHbIA Xemo-
KuH (thymus and activation-regulated chemokine; TARC),
NnepuMocTUH M pacTBOpUMbIM anbda-peuentop IL-2, Gbiin
CHUWXKEHbI Y IeTEN, NoNyYaBLUMX aynuaymab [18].

KnuHuyeckne adpodeKTbl gynunymaba B oTHOWEHMU AT/
OblIM NPOAEMOHCTPMPOBAHbLI B TPEX PaHAOMMU3UPOBAHHbIX
[ABOMHbIX cnenbix Nnauebo-KOHTPONMpyeMbIX UCCNe0BaHu-
ax ¢asbl lll, rae oueHnBanncb 6€30NacHOCTb U 3PPEKTUB-
HOCTb MpenapaTta y AeTen B Bo3pacTe OT 6 mec 4o < 6 fieT,
0T 6 10 < 11 neT 1 oT 12 fo < 18 neT. Bo Bcex BO3PaACTHbIX
rpynnax y 60/blliei YacTu NnaunMeHToB B CPaBHEHUK C IpyM-
nov nnaue6o Yepes 16 Hen Tepanuu OTMeYanocb YMEHb-
WEeHNne CUMMMNTOMOB 3pUTEMBI, MHOWUABTPALKUK/NaNyNaumm,



3KCKOpMALMN U NUXEeHUOUKALMKU KaK MUHUMYM Ha 75%
N0 CPaBHEHWIO C WMCXOAHbIM YPOBHEM, YTO OLEHWMBaNOChb
C MOMOLLbIO MHAEKCA TAXKECTU IK3EMbI MO NIOLLaAM Nopaxe-
Hus (Eczema Area and Severity Index; EASI) [19-21]. Y neTen
B BO3pacTe OT 6 mec A0 < 6 neT nokasartenun EASI 3Ha4yu-
TeNbHO YNy4LMINCb BO BCEX OLLEHMBAEMbIX aHaTOMUYECKMX
obnacTax (ronosa v lWes, TYNOBULLE, BEPXHUE W HUKHKE
KOHEYHOCTM) KO 2-i Hea neyenus [22]. Y nauueHToB Bcex
BO3PACTHbIX Pynn, nofy4aBlwux gynuaymab, TakxKe Habto-
[anucb KAWHUYECKU 3HAYMMOE YNyyleHWe camMO4vyBCTBMSA
npu 3yge M Hopmanuaaumsa cHa. Kpome Toro, y nauneHToB
B BO3pacTe OoT 6 Mec A0 < 6 /jeT 0TMeYanoCb yMeHblle-
HWe 60neBbIX OLWYLIEHWI, a NauneHTbl B BO3pacTe oT 6 4o
<11 net cooblwann 0 CHUMXKEHUU BbIPAXKEHHOCTU CUMMTO-
MOB TpeBoru u genpeccun [19-21]. NMauneHTsl, nony4yasline
aynuaymab, Mcrnonb30oBanivM 3HaA4YUTENbHO MEHbLIe BCMO-
MOraTenbHblX MpenapaTtoB, BKAOYas [MIOKOKOPTUKOUAbI
MecCTHoro aencteusa [19-21]. MNMauneHTbl BCEX BO3PaACTOB,
KOTOPbIM He yAanocb AOCTUIHYTb YyYLIEHUS COCTOSHMSA
KOXM K KOHLY 16-HeaeNnbHOro nepuoja uccnegoBaHums, sce
e AOOUINCH KIMHMYECKM 3HaYMMbIX YNy4YLEHUI NOKa3aTe-
newt EASI, 3yna, 6€CCOHHULbI, MOKa3aTenen KayecTBa Xn3a-
HU U CHUKEHMS UCNONMb30BaHMSA NpenapaToB IKCTPEHHOM
nomMotm [23-25].

Y peten, nonyyaBlwux pynuayma6 no nosopy AT/,
He HabNAanoCh KAMHUYECKM 3HAYUMbIX UBMEHEHNI Nabo-
paTopHbIX MNoKaszaTtenen (06lWMin aHanmM3 KPOBU U MOYM,
a TaKXe GMOXMMMYECKMI aHanM3 Kposwu) [26-28]. B xoae
ABYX 52-HefenbHbIX MCCNefoBaHUM Aynuaymad coxpaHsn
61aronpuaTHbIN NpPodUIb 6e30MacHOCTHU, YTO MOATBEPK-
faeT 6e30MacHOCTb ero ANUTENbHOro NPUMEHEHNS y neau-
aTpPUYEeCKMUX NaLMeHTOB B Bo3pacTe oT 6 Ao 18 net [12, 29].
Mo paHHbIM A.S. Paller u coaBT., Aynnnymat nokasan npuem-
NeMbl JONTOCPOYHbIM NPpoduib 6e30MNacHOCTU U YCTOMUU-
BYl0 3dDEKTUBHOCTb Y A€TEN B BO3pacTe oT 6 Mec Ao 5 net
C HEOCTATOYHO KOHTpoupyembiM AT/l cpefiHEN U Taxenomn
ctenenu [30].

HexenaTenbHble ABEHWA Y AeTel B BO3pacTe OT 6 mec
[0 < 6 neT BK/Yanu B cebsa o6ocTpeHune AT/, HazodpapuH-
FMT, KOHT@rno3Hbl MONMIOCK, Kapuec 3y60B U KOHDBIOHK-
TmBuT [13]. Cpean naumeHTOB B BO3pacTe OT 6 Ao 18 net
peaKkunM B MecTe UHBbEKUMU U KOHBIOHKTUMBWUT BO3HMKaNMU
Yyalule, B TO BpeMs KaK 4acToTa KOXHbIX U repnetuyecKkmx
MHPEeKLMM 6bina HUKe [14, 15]. B xo4e AByX nccnenoBaHun
NPOAOIKNUTENBHOCTLIO 52 Hed y NauMeHToB B BO3pacTe oT 6
no<11nerunortl12 go < 18 net Haubonee YacTbiMU HEXENna-
TeNbHbIMK ABNEHUAMM B 06€eMX BO3PACTHbIX rpynnax 6biau
Ha3obapuHruT U o6ocTpeHne AT [12, 29].

AYNUNYMAB U BPOHXUAJIbHAAA ACTMA

BA — 04HO M3 cambIx pacnpPoCTPaHEHHbIX XPOHUYECKMX
3a6oneBaHuit. Ha cerogHsAWHUIN AeHb NpuMepHo 334 MIH
4YenoBeK BO BCEM MUPE KMBYT C 3TUM AMArHO30M, NpUYem
14% n3 Hnux — aetu [31]. BA nmeeT BbICOKYIO cTeneHb GpeHo-
TUNUYECKON M IHAOTUMMYECKOW FeTEePOreHHOCTU U MOXKeT
ObITb KNaccubuuMpoBaHa Ha OCHOBE aTonuMu U pasnuy-
HbIX TMNOB T2-BOocnaneHus, BKIOYas T2-BbICOKMN (303M-
HOOUNbHBLIN) U T2-HU3KKUI (HE303MHODUNbHBIN), HA OCHOBE
HanM4Yns 6GMOMapKepPoB, Taknx Kak GpaKLMOHHbIA YPOBEHb
oKcupaa as3oTa B BbigbixaemMoM Bo3ayxe (FeNO), o6uwiuin
W annepreH-cneundundeckun IgE, a TakKe KONMYecTBO
303NHOGMIOB B KPOoBW MM MoKpoTe [32]. BA ¢ BbICOKMM
ypoBHeM T2 MNpMBOAMT K 303MHO(PUIBHOMY BOCMNaNEHUIo,
Bbi3BaHHOMY Th2-KneTkamu, KoTopble npoayuupytot IL-4,
IL-5 1 IL-13, a TakKe BpOXKAEHHbIMW NTUMOOUAHBIMU KNET-
Kamu 2-ro Tuna, B TO BpeMs Kak BA ¢ HU3KMM ypoBHem T2
NPUBOAUT K HEMTPODUNBHOMY MK ManorpaHynounTapHomy

BOCMNaseHuo, BbiI3BaHHOMY KneTtkamun Thl wnu Thl7 [33].
PacnpoctpaHeHHOCTb ¢deHoTMnoB BA BapbupyeT Ha npo-
TSXKEHWMM BCEro nepuvoga AeTcTBa, Npy 3T0M BA ¢ HU3KMM
ypoBHeM T2 Hanbonee pacnpocTpaHeHa cpeau 4eTen B BO3-
pacte 0-5 net, a BA ¢ BbICOKMM ypoBHEM T2 — cpeau aeTen
B Bo3pacTe 6-11 net [34].

Oynunymab HapywaeTt T2-BocnanuTenbHYIO peakuuto
npu BA, npenotBpauias cealdbiBaHue IL-4 n IL-13 ¢ peuen-
Topom IL-4, TeM cambiM nojaBnsAsi CUrHaNbHbIM KacKag,
KOTOpPbIN NPUBOAMT K AnddepeHunpoBKe Th2, xemoTaKkcucy
3031HOOUIIOB, BbipaboTKe IgE 1 pemoaennpoBaHuio fbixa-
TenbHbiX nyten [35]. TMnepcekpeuns CNM3n B AbiXxaTesb-
HbIX NYTAX YMEHbLWaeTCsa Npu nedveHunn gynunymabom. 1ot
abdeKT 6blN NPOLEMOHCTPMPOBAH C MOMOLLbIO PEHTIrEHO-
NIOTMYECKUX AaHHbIX, CBUAETENbCTBYIOWMUX 06 yMeHbLIe-
HUW TOJNLLMHBI CTEHOK AbIXaTeflbHbIX NyTeN No peaynbratam
KOMMblOTEPHON TOMOrpadmn, a TakKe OMPOCHUKOB, NMOKa-
3blBaOWMX YNyylleHWe noKkasaTenen BblAeNeHUs MOKPOTbI
1 Kawwns [36].

PemogenupoBaHue AbixaTefbHblX NyTEW — CAOXHbIN
npoLecc, XapaKTepu3ylwWwnnca MHOXKECTBEHHbIMU MU3Me-
HEHMAMM, BKOYAA AUCOYHKLUMIO anuTennanbHoro 6apbe-
pa 1 cybanuTennanbHblin Gn6pP03. XOTH TOYHBbIK MEXAHU3M
[0 KOHLLa He BbISICHEH, 6bl/10 BbICKa3aHO NpeanonoxeHue,
4YTO MHruouposaHue -4 wn IL-13 Bbi3biBa€T pas3/inyHble
No60oYHble 3dPEKTbI CO CTOPOHbI 303MHODUNOB, 6OKano-
BUAHbIX KNETOK, anuTeNnanbHblX U MMagKOMbIWEYHbIX Kie-
TOK AbixaTtenbHblix nyTten [37, 38]. IL-13 urpaeT Ba)kHyio
pofib B BbIpaboTKe CAu3u, nponndepaumm TyYHbIX KIETOK
N COKPaTUTENIbHON CNOCOBGHOCTM rMaAKOMbIWEYHbIX KIETOK
AblxaTenbHblx NyTen. Kak IL-4, Tak u IL-13 y4acTByloT B nepe-
K/tO4YeHUN Ha CuHTE3 u3otuna IgE B-numdountammn (4to
NPUBOAMUT K BblpaboTKe IgE), a TakKe B MUrpaun 303MHO-
dunoB. K o4aram BocnaneHus [39]. o cpaBHEHWIO C rpynmnomn
nnauebo y nauuMeHToB, MoayyYaBlIMX Aynunymab, Habnio-
[Janocb CHUXeHWe YypoBHSA GuomMapKepoB T2-Bocnanexus,
BKNtoYas obwwmi IgE, nepnoctuH, aotakcunH-3 n TARC [40].
AHanoruyHbim ob6pasom npu obcnepoBaHun 408 peten
B BOo3pacTe oT 6 10 11 neT 6b1/10 OTMEYEHO CHUXKEHMKE 0bLLe-
ro ypoBHs IgE, TARC n FeNO [41]. Coobwanoch, 4TO BbICOKUM
ncxofHbin ypoeHb FENO aBnsieTca NpeauKkTopom yylero
OTBETa Ha Tepanuto gynuaymabom, Takum o6pasom, onpeje-
NleHMe 3TOro MapKepa MOXET 6blTb NONE3HbIM ANS BbiBNe-
HWS NOTEHUMaNbHbIX KAHAMAATOB Ha fiedeHune [42].

PekomeHgauun no neyeHuio BA y pgeTen ocHoBa-
Hbl Ha MO3TaMHOM NoAxo4e, NPW 3TOM OHW pasnnyaloTcs
ana nauueHToB B Bo3pacte O0-4 net, 5-11 neT 1 cTap-
we 12 net [43, 44]. MeankameHTO3Hasa Tepanus BKOYa-
eT 6eTa-aroHUCTbl KOPOTKOro W AJMTENbHOrO0 AENCTBUS,
MYCKapWHOBbIE€ aHTaroHUCTbI ANIUMTENBHOIO 4ENCTBUS, aHTa-
FOHUCTbl NIEMKOTPUEHOBbLIX PELENTOPOB, WMHraNSALMOHHbIE
rIOKOKOPTUKOUABI M CUCTEMHbIE T[IOKOKOPTUKOUAbLI [43,
44]. CornacHo pekomeHaaumam GINA 2024 B OTHOLIEHUMU
FE€HHO-UHXXEHEePHbIX MMMYHOBMONOrMYECKMX NpenapaTos
npu BA ans peten 6-11 net, omannudymadb peKomeHayeTcs
Ha3Ha4aTb Npu annepruveckon bA (ypoBeHb JOKa3aTesibHO-
cTn A), menonnsymad — npu 303MHOdGUIbHON BA (ypoBEHb
[oKasaTeNlbHOCTU A) 1 aynunymad — npu 303MHODUIBHOM
n T2-BA [45].

besonacHocTb M 3P PEKTUBHOCTL Aynuaymabda npu neve-
HuM BA y peTten Gbina oueHeHa B 5 paHOOMW3UPOBaHHbIX
ABOMHbIX Chnenbix naauebo-KOHTPOAMPYEMbIX KAUHUYECKUX
nccnenoBaHusax dasbl I, Bkaovasa LIBERTY ASTHMA QUEST,
LIBERTY ASTHMA VENTURE, LIBERTY ASTHMA VOYAGE,
TRAVERSE 1 EXCURSION.

B uccneposannn QUEST oueHWBancs npuem Aynuay-
Maba B go3e 200 unm 300 Mr Kaxkable 2 Hef B KavyecTBe
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LONONHUTENbHOM Tepanuu y NnauMeHToB B Bo3pacTe 12 net
W cTaplue ¢ HEKOHTponupyemon BA cpeaHen 1 TaKenon cre-
neHn B TeyeHne 52-HepenbHoro nepuoaa [40].

B nccnepoBavnn VENTURE B TeyeHune 24-HepenbHoro
nepuoja oueHuBanacb 3PpGOEKTUBHOCTb Mpuema Aynuiy-
Mab6a B go3e 300 Mr Ka)kable 2 Hea B Ka4ecTBe [0MOHU-
TeNbHOW TEepanuu y nauneHToB B Bo3pacTe 12 neT u ctaplie
C Tshkenow Gopmon ropMoHo3aBucrMmon bA [46].

B xoge uccnepoBaHusa VOYAGE oueHuBanach addek-
TUBHOCTb npuema aynunymaba B gose 100 mr (macca
Tena < 30 Kr) uan 200 mr (macca Tena > 30 Kr) Kaxable
2 Hej y nNauMeHToB B Bo3pacTe oT 6 Ao 11 neT ¢ HEKOH-
Tponupyemon BA cpenHen v Tsxenon cTeneHun B Tede-
HWe 52-HeaeNnbHOro UcnbiTaTeNbHOro nepuoga ¢ y4yactTmem
neten, ctpagaolmx BA ¢ BbICOKMM ypoBHEM T2, n ageTew
C UCXOAHOM 303MHODUINEN KPOBU (KONIMHECTBO 303UHODMU-
noBs > 300 knetok/mMm3) [47].

B pacwupeHHom wuccnepoBaHmum TRAVERSE npuHsanu
yyacTne 89 nofpOCTKOB, KOTOPble paHee MpUHUMaNu y4ya-
ctme B uccnepgoBanuax QUEST n VENTURE [48].

B nccnepoBaHuax QUEST n VENTURE npumeHeHne aynu-
nymaba npuBeno K 3HAYUTENbHOMY CHUMKEHMWIO 4acToThbl
TSKEe/bIX 060CTPeHMI BA B ro v yBenuyeHuio OPB, ao npu-
MeHeHus GpoHxoaunaTaTopa (M3MepeHHoro Ha 12-i Hep
B QUEST n Ha 2-1 Hea B VENTURE) [40, 46]. B 060u1x uccne-
LOBaHUSAX Hauny4ylwme pesynbratbl OTMEYaNUCh Y NaLUeHTOB
C NOBbIWEHHbLIM UCXOAHBIM YpoBHEM FeNO u 303nHodunoB
B KposW [40, 46].

Y nauueHToB, y4acTBOBaBLUMX B PaCLUMPEHHOM Ucche-
nosaHun TRAVERSE, ynydleHune coxpaHanocb Ha 96-1 Heq
npumMeHeHus aynunymaba [48].

Mocnepyowmnin aHannM3 gaHHbIX uccnegoBaHna QUEST
BbiSBM MEHbLIEE KONMYECTBO THMKENbIX 060CTPEHUN
W ynydweHue OGYHKUMU NEerkux B noarpynnax yyacTHu-
KOB, BKJOYasa nauuMeHToB ¢ annepruyeckon BA [49], BA
C BbICOKMM ypoBHEM T2 npu npueme BbICOKUX JO3 [Nt0-
KoKopTuKouagoB [50], MCXOAHON KOHLUEHTpaLWen 303U-
HOPMIOB B KpoBM > 500 KneTok/mMKA [51] M Hanuumnem
MW OTCYTCTBMEM MOBLILEHHONO MCXOAHOIO YPOBHS HEW-
TpodunnoB B KpoBu [52].

Kpome TOro, y y4yactHukoB uccnegoBaHuss VENTURE
HabMl0Aan0Ch 3HAYUTENBHO GONbLUEE CHUKEHUE EXEeOHEB-
HOWM [03bl MMIOKOKOPTUKOMAO0B, NMPUYEeM MOYTM MONOBMHA
nauneHToB, NofyyaBlWuX Aynuaymab, MOAHOCTbIO MpeKkpa-
TMNa NPUEM [NIOKOKOPTUKOMAOB K KOHLY OLEHWBaeMoro
nepuoga. Takxe OblI0 OTMEYEHO 3HAYMTENIbHOE CHUMXKEHUE
ypoBHs FeNO, npu atom y 84% nauneHToB, Mosy4yaBLUNX
nynunymao, ypoeHb FeNO 6b11 B npefenax HopMbl K KOHLLY
nccnenoBaHus [46]. OgHaAKO HW OOWMH MOCNEAYIOWNI aHa-
N3 He BbIIBU M3MEHEHWIN B €XEeAHEBHOM MPUMEHEHUM
CUCTEMHBIX MMIOKOKOPTUKOMAoB nam FeNO Tonbko y aeten
M NOAPOCTKOB B Bo3pacTe 4o 18 neT.

B nccnepoBaHun VOYAGE y nauneHTOB, NonyyYaBLUMX
aynunymab, 3Ha4yuMTeNbHO CHM3WMAcCb 4YacToTa TAKeNbIX
o6ocTpeHnrn BA B roa, npu 3TOM OTHOCUTENbHbIK PUCK
6bl/1 CHUXKEH Ha 54,2% y BCeX Y4aCTHUKOB, B TOM 4uUche
Ha 59,3% y nauuneHToB ¢ T2 BA-u Ha 64,7% y nauneHToB
C UCXOAHbIM KOMMYEeCTBOM 303MHOGUNIOB B KpoBu > 300
KneTtok/mMm3 [47]. Bo Bcex rpynnax nauueHToB, nosy4yas-
wux gaynuaymab, BA KOHTponmMpoBanach nyylle, Y4T0O Bblpa-
anocb B 60nee AAWTENbHOM MPOMEXKYTKEe 4O NepBOro
060CTPEHUSA M MEHbLIEM KONMYECTBE KYpCOB NeyvyeHus
CUCTEMHbBIMU T[IIOKOKOPTUKOMAamu [47]. [danbHenwas
oueHKa GYHKLUMKU Nerknx B noarpynne nauuMeHtTos ¢ T2-BA
noKkasalna, 4To No CpaBHEHMIO C rpynnom nnauebo y naum-
€HTOB, NoflyYyaBLWMX Aynuaymab, HabnoAanochb 3HaYUTENb-
Hoe ynyylweHue nokasatesnen OPB,, GHKEJT, OPB, /PHKEJ

10 U nocne npuema GPOHXONUTMKA, a Takxke XEJT [53].
CornacHo nocnegylowemy aHanuady y4yacTHUMKOB wucche-
noBaHus ¢ T2-BA, aynunymab 3Ha4YMTENbHO CHUXKaN exe-
FOZIHYI0 4aCTOTy 060CTPEHWH W ynyywan nokasarenn 0PB,
n O®B, B % OT AO/IKHOIO 3HA4YeHUs nepea NPUemMom 6POH-
xoguMnatatopa He3aBUCMMO OT HalMiUsa annepru4yeckon
BA [54].

Aynunymab npuBOAUT K KIIMHUYECKKU 3HAYMMOMY yay4lle-
HWIO Ka4yecTBa YXM3HM, CBA3AHHOIO CO 340POBbLEM, Yy AeTen
M NoapocCTKOB, cTpagatowmx BA. B uccneposaHun QUEST
nauueHTbl, Nony4yaBlwme aynunymab, coobwann o6 yMeHb-
WEHWN BbIPAXKEHHOCTU YTPEHHUX U BEYEPHMX CUMMTOMOB
BA, oLeHMBaeMbIX C MOMOLLbIO ONPOCHMKA Ka4eCcTBa XU3HU
npu BA [40].

lMoKkazatenu NpoaoMmKanu ynyywarbCs Ha MPOTSIXKEHUM
Bcew nporpammbl TRAVERSE. bonee 75% nauuneHToB, nosy-
YaBLWMX Aynunymat, OTMETUAN KIMHUYECKU 3HAYUMbIE YyY-
leHMs nocne AoNofHUTENbHbIX 48 Hen nedveHus [40, 48].
B nccneposanun VOYAGE geTu, KOTOpbIX Iednnu aynunyma-
60M, K 52-1 Hea NPoAEMOHCTPMUPOBAN 3aMETHbIN Nporpecc
N0 CPaBHEHUIO C UCXOAHBIMM MOKa3aTenssMu BO BCEX OLie-
HMBaeMbIX acneKTax, BK/oYas CUMNTOMbI, IMOLIMOHAIbHOE
COCTOSIHME U OrpaHUYeHne aKTUBHOCTH [55].

K 52-# Hep y nuu, OCYLLECTBASBLIMX YXO4 3a AETbMM,
cTpagaiowmmu BA v nonaydawowumu gynuaymab, Habhto-
Lanocb 3HayuTenbHOE ynydleHue obWwux noKasartenewn
KayecTBa XXM3HKU M NoKasaTenen aMOLMOHaNbHON GYHKLMK
M OrpaHMyeHnUs aKTUBHOCTU MO KOHKPETHbIM NpeaMeTHbIM
obnactam [55-57].

B uccnepoBaHmm QUEST nokasatenn KoHTpons 3abo-
NleBaHns (ONPOCHUK KOHTpona acTMmbl; ACQ-5) ynyywmnnuncb
y MauMeHTOoB, MOAyYyaBWMX Aynunymab, ye Ha 2-W Hej
nevenus [40]. bonee 4yem y 85% y4acTHUKOB MccneaoBaHUs
QUEST, BK/IOYEHHbIX B AOMOJHUTENbHOE MCCnefoBaHue
TRAVERSE, KNMHWYeCKM 3HauYuMble yayylleHUs B MoKasla-
Tenax ACQ-5 Habnwoganucb nocne nNpUMEHeHUs Aynuay-
Maba Ha npoTtsxeHun 48 Hep neyeHus [48]. B uccnegosa-
HuM VENTURE naumeHTbl, KOTOPbIM BBOAMICS Aynuaymao,
LEMOHCTPUPOBANN 3HaYUTENbHOE yNy4lleHne noKasaTenen
ACQ-5 no cpaBHEHMIO C UCXOAHbIM YPOBHEM M NO CpaBHe-
HWIO € Tpynnon nnaue6o B KOHUe 24-HefenbHOro nepuoga
nccnenoBaHus [46].

MccnepoBaHne VOYAGE nokasano 3HA4YUTENbHO Nyy-
WKWK KoHTponb BA B rpynnax, noay4aBlnx Aynuaymao,
BKJtoOYasa naumeHToB ¢ T2-BA, UCXOAHbIM YPOBHEM 303MU-
Hodunoe B KpoBu > 300 KneTok/MM3 W annepruue-
ckon BA, no cpaBHeHuto ¢ rpynnon nnaue6o Ha 24-n
n 52-i Hep [47, 55].

3aMeTHble HexenaTtenbHble SBMEeHUs, O KOTOPbIX CO06-
Wwanocb y nauMeHToB B Bo3pacte 12 neT v cTapuwe, npu-
HUMaBLWKX Aynunymab no nosody BA, BKloYaloT peak-
LUMIO B MecTe WMHBbEKLMW, KoTopas Habnoganacb y 18,4%
nauMeHTOB OMbITHOM rpynnbl B uccnegosanmm QUEST [40,
46]. Takke cooblanocb 0 pecnupaTopHbIX MHPEKUMSX,
KOHBIOHKTUBUTE M 303MHOPUANKU, NPUYEM 303MHODUNMA
Ha6noaanacb y 14% nauueHToB, MonyvyaslUMX Aynuaymao,
B uccneposaHun VENTURE [40, 46].

McenepoBaHme TRAVERSE He BbIIBUNO CYLLECTBEHHbIX
M3MeHeHWn B npodune 6e3onacHocTM agynunymaba nocne
LONOoNHUTENbHBIX 96 Hep NleYeHus Mo CPaBHEHUIO C UCXOA-
HbIMK nccnegoBaHuamu [48]. AHanorn4yHbIM 06pa3om cpeau
[neTen B Bo3pacTe oT 6 Ao 11 net Hanbonee 4acTo perncTpu-
pyeMble No604Hble 3PpPEKTbl BKAOYAIOT BUPYCHYIO MHDEK-
LMI0O BEPXHMX AblXxaTesbHbIX NyTew, napasuTapHble 3abo-
neBaHus n 3o3nHodunuio [47, 58]. Aynunymab 6e3onaceH
4N NPUMEHEHUs Y AeTeil B BO3pacTe OT 6 neT u ctaple
¢ nHdbekumen SARS-CoV-2 npu nerkom teyeHuu [59].
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33 — 370 XxpoHuyeckoe T2-onocpegoBaHHOe 3abone-
BaHve nuuieBoda. OHO MposiBNSeTCA B BUAE HapylleHus
paboThl MULLEBOAA M CKOMNEHNUS B €r0 CIIM3UCTON 060/I04KE
303nHOdMNOB [60]. 3aboneBaeMocTb I3 ObLICTPO pacTeT,
0CO6GEHHO B pa3BUTbIX CTpaHax, M B HacToslliee Bpems
oLeHnBaeTcs B 6,6 HoBoro cnyyas Ha 100 Tbic. AeTen B rog
npu obuien pacnpoctpaHeHHoCcTH 34 cnyyasa Ha 100 Tbic.
neten [61]. PazButve 33 MHUUMMPYETCH MNULLEBLIMKU MPO-
OYKTaMW U adpOoreHHbIMM BellecTBamuM U MOXKET COMpo-
BOXJATbCA UeNblM CMEKTPOM CUMMMNTOMOB, BKO4Yas AMC-
daruvto, 3acTpeBaH1e 1 HeNepeHOCUMOCTb MULLK, a TaKKe
60/b B *unBoTe [60, 62, 63]. PekoMmeHAauMmM AMepuKaHCKOM
racTpoaHTeponornyeckon accoumaumn n O6bLEAUHEHHOMN
LLeneBou rpynnbl No anfiepronorum u uMMyHonoruu (AGA JTF)
2020 r. no neyeHuto 33 KaK y B3POC/bIX, TaK Uy AeTEN PEKO-
MEHAYIOT NPUMEHSATb MHIMOUTOPbLI NPOTOHHOW nomnbl (ATMMT),
rIIOKOKOPTUKOWUAbI, UCMONb3yeMble BHYTPb, BKJOYasa 6yae-
COHMA B dopme CycrneH3nn Ana npuemMa BHyTPb 1 TabneTKy,
WMHIransauUMOHHbIM GNyTMKa30Ha NPonMoHaT U aAnetoTepanuio
B KayecTBe MNepBOM NMHUM nevyeHusa [64]. PyKkoBOACTBO
HEe COAEePKMUT peKoOMeHAauMN OTHOCUTENIbHO GUONOTMYECKMX
npenapartos, BK/OYasa Tepanuto, HanpasB/ieHHYI0 Ha peLen-
Topbl IL-4, n npegnonaraeT, 4To 6MONOrMYECKNe npenaparhl
cnepyeT UCNoNb30BaTb TOJIbKO B KOHTEKCTE KIAMHWUYECKMX
nccnenoBaHum [64].

B xoOe MHOro4YMCNEHHbIX UCCNeaoBaHMi OblIO MOKa-
3aHo, YTO Aynuaymab ynydlaeT rMCTOIONMYECKYI0 KapTUHY
CNU3NCTON 06ON0YKM, YMEHbBLLAET BblPaXEHHOCTb CUMMTO-
MOB, CHUXaeT NOoTPpeGHOCTb B NMPUMEHEHMM APYrMX Npena-
paToB M pacluMpsieT BO3MOXKHOCTU AMETUYECKOrO MUTaHMS
y negnMaTpuyYecKmx nauuneHToB ¢ 33 [65-67].

B aBoMHOM cnenomMm nnaueb0o-KOHTPOJMPYEMOM paH-
NOMW3MPOBAHHOM KOHTPO/bLHOM MccreaoBaHun dasbl I
LIBERTY EoE TREET oueHnBanacbh ponb aynunymaba B neve-
HUKM I3 y B3POC/bIX NaLMEHTOB M NOAPOCTKOB B BO3pacTe
12 net u cTtapue. [oagpoCTKM COCTaBAANN MPUMEPHO OT YET-
BEPTM [10 TPETW YYaCTHUMKOB 3KCMEPUMEHTANIbHOW TPynmbl.
McenepoBaHme nokasano, 4to o 60% naumeHToB, exxeHe-
[e/IbHO NoNyYaBLIKUX AynuaymMab, 4OCTUIIU TMCTONOMMYECKOM
pemuccun (< 6 303MHODUIIOB B None 3peHuns) Yepes 24 Hepa,
W 3TOT NOKaszaTesNb yBenuuuncs o 85% vepes 52 Hepa B 06e-
WX rpynnax uccnepoBaHus [68, 69].

M. Chehade u coaBT. B nnaue60-KOHTPOIMPYEMOM
nccnepoBaHun dasbl Il nayvyanu apdeKkTMBHOCTL Aynu-
nymaba y aeten B Bo3pacTe OT 1 rofda 4o 11 neT ¢ aKTUB-
HbiM 33. lynunymab npuBen K rmcTo/IorM4ecKon peMmnccuu
y 3HauuTenbHO 60see BbICOKOro MNpoueHTa geten ¢ 33,
yem nnaue6o. Kpome Toro, pexum neveHus aynuinymabéom
¢ 60nee BbICOKOW JO30M MpMBEN K YNy4leHWto nokasaTe-
Nlel KN0YEBbLIX BTOPUYHbBIX KOHEYHbIX TOYEK MO CPABHEHUIO
¢ nnaue6o [70].

Y nauMeHTOB TaKxXe Habnoaanucb 3HadYuTenbHoOEe
YMEHbLLUEHNE BbIpaXKEHHOCTU aucharnm u crabunusauuns
3HIOCKOMMYECKON KapTWHbI M MONEKYNSPHbIX MapKepoB
T2-BocnaneHus Ha 24-i Hef, NPy 3TOM AaHHbIE MOKa3aTenu
COXpaHsAnucb U Ha 52-1 Hepf [69, 71]. NMonyyeHHble pe3ynbTa-
Tbl NPUBENU K TOMY, 4TO B 2022 1. aynuaymab 6bi1 0g4o6peH
FDA, a B 2023 r. — EMA B Ka4yecTBe nepBoro npenapara
ans nedenunsa 33y geter B Bo3pacTe 12 neT v cTaplue u mac-
con Tena He MmeHee 40 Kr.

LAynunymab MOXET yny4yliMTb KayecTBO XWM3HM neaua-
TpUYeCKMX NnauneHToB. OCO6eHHOCTM HYacToThbl NpUeMa npe-
napata (exeHegenbHO UM pa3 B 2 Hea) MOryT MOBbLICUTb
NPUBEPIKEHHOCTb JIEYEHUIO MO CPaABHEHWUIO C HEOGXOAMMO-
CTblo exxeaHeBHoro npuema WM MavM rnoKOKOPTUKOMAOB.
HecmoTps Ha OTCYTCTBME CCNeA0BaHWM O COBMIOAEHUM Tpe-

60BaHUiM Tepanuu 33 aynunymaboMm y AeTen, onbiT paboTbl
NoKa3bIBaET, 4TO AUCKOMOPT, CBA3AHHbIN C UHBEKUMSAMM,
ABNAETCS OAHOM M3 OCHOBHbIX MPUYMH MpPEeKpaLleHns npu-
eMa npenapata. B nutepatype oTmevaeTtcs, 4To Haubonee
YacTblM HexenaTenbHblM SIBJEHWEM, O KOTOPOM coobuia-
nocb, 6blNa peaKkuns B MeCTe MHBbEKLMK, KOTopasa Habnoaa-
nacb y 22% y4acTHUKOB. [pyrue HexenaTenbHble SBNeHNS,
BcTpevaowmecsa y > 10% y4yaCTHMKOB JaHHOM rpynnbl uccne-
LOBaHUS, BKIOYAIOT 303MHODUIINIO, IPUTEMY U OTEK B MECTe
WHBEKUMKU, Ha30dapMHIKUT, roNoBHYD 60/b, AMapeto, akHe
1 cbinb [68, 69].

B uccnepoBanun LIBERTY EoE TREET TaK)e oueHMU-
Banocb BAMSHME aynuaymaba Ha MnokasaTenu KayecTsa
KW3HUW, CBA3AHHOIO CO 340POBbEM, C WMCMNONb30BaHUEM
onpocHuKa BausaHua 33 (Eosinophilic Esophagitis Impact
Questionnaire; EoE-IQ), BanManpoBaHHOIo MHCTPYMEHTA,
oLeHMBaloLWero BMsaH1Me 33 Ha COH, coLManbHble, IMOLMO-
HalbHble K npodeccuoHanbHble GyHKUMKM [71]. B 0b6eunx
rpynnax uccnegoBaHus y MauneHToB, Noay4yaBlWMX Aynu-
nymao, yepes 24 Hep HabM0AaN0Ch 3HAYUTENbHOE CHUXKE-
HWe nokaszatenen EoE-1Q, 4To cBMaeTenbLCTBYET 06 yny4lle-
HWUM KayecTBa MX KKU3HK [68, 69]. Yepe3 52 Hea nauueHThI
B OHOWM rpynne nccnesoBaHms CoOo6LWMAN O 3HAYUTENbHOM
CHUWXXeHun nokazatenen EoE-1Q no cpaBHEHMIO C UCXOAHBbIM
YPOBHEM, XOTA He coobuwanocb, 6bIAM M 3TU NOKasaTe-
NI 3HAYUTENBbHO HUKE, YeM MofyvyeHHble Yyepeld 24 Heq
[68]. B apyrov 4acTu uccneaoBaHWs TaKKe OTMevalNlocb
CHWXXeHne nokasartenen EOE-IQ Ha 52-i Heg no cpas-
HEHWIO C UCXOAHbIM YPOBHEM, HO He coobLwanoch, 6bin
NI 3TV NOKa3aTenn 3HAYUTEIbHO HUXKE, YEM Ha MCXOAHOM
WUnn Ha 24-% Hepn [69].

HecmoTpa Ha cBOM npeumywectBa, Aynuaymao,
KaK npaBwufio, HE UCMONb3yeTCsA B KayecTBe npenaparta
NepBOM NUHWUK, HO MPUMEHSAETCA NPU PE3UCTEHTHOM Teye-
HUMW 3a6oneBaHus. B peTpocneKTMBHOM wuccnefoBaHUK
M3yyanucb NpakTMKa Ha3HayeHus pynunymaba c mas
2022 no man 2023 I. 1 ONbIT NPUMEHEHUA Aynunymaba
y negnMaTpuyeckux naumeHToB [72]. C TOYKM 3peHuns Bpa-
4ya, OCHOBHbIMWM NPUYMHAMMK Ha3Ha4yeHus aynunymaba
OblNM OTCYTCTBME peaKLMM Ha MEeCTHble [IIOKOKOPTHU-
Kouabl (52%), HecobniogeHue pexuma npuvema (28%),
no6oyHole apdpekTbl (10%) MnM HeobXOAMMOCTb Neye-
HUS MHOMECTBEHHbIX aTtonuyeckux 3aboneBaHunin (5%).
MauneHTbl yKasanun, 4TO OHM Havyanu npuem gynunymaba
M3-3a Haau4mMs MHOXKecCcTBa CONyTCTBYOWMX 3aboneBa-
HWUN, HEYAOBNETBOPUTENbHbIX Pe3ynbTaToB NpeablayLiero
Nle4yeHuns, a TaKXe M3-3a N06O0YHbIX IPDEKTOB U TPYA-
HOCTEW € COGN0AEHMEM MPaBKUA UCNONb30BaHUA APYrUX
METOAO0B /Ie4YeHUs, B HaCTHOCTHU MMIOKOKOPTUKOUAOB MeCT-
HOoro gencteuga [71].

Heo6xoanMMbl 4ONONHUTENbHbIE UCCAeA0BaHUSA, 4YTOObI
NOHATL ponb Aynunymaba B neyvyeHun 6Gonee WKUPOKOro
Kpyra neguvaTpuyeckux nauumeHtoB ¢ 3I3. laumeHTbl co
CTPUKTYpamu nuuiesoga 6blM UCKKOYEHbI U3 UccnefoBa-
Hus LIBERTY EoE TREET, ogHaKko aynuaymab MOXeT ObiTb
3ODEKTUBHBIM METOAOM NEeYeHUs B JaHHOW rpynne nauu-
eHToB. G. Gangadharan Nambiar 1 coaBT. onucanu cny4vaw
14-neTHero manbymKa ¢ pedpakTepHbiM GUOPOCTEHO30M
nUILEBOLA U MHOXECTBEHHbIMU pacIMPEHUIMU NMULLEBO-
fJa B aHamHe3e, Y KOTOPOoro nocne Havyana nevyeHus aynu-
nymabom Habnoganunch ynyyeHme CMMNTOMOB U CTOMKOE
paccacbiBaHMe CTpUKTYp [73]. HecmoTps Ha oTcyTCcTBUE
AaHHbIX MO neguMaTpuYyecKMMm nauueHTam, aynunymab
apdeKkTUBEH B JieyeHUn GUOGPOCTEHO30B Y B3POCIbIX.
B Koropte u3 46 B3poc/abix nocne Tepanuu aynuayma-
60M O6blI0 OTMEYEHO YBenuMyeHue guameTpa npocseTa
nuueBoaa B cpeaHem Ha 2,1 MM [74]. YuuTbiBaa NoTeHUM-
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anbHYl0 CMOCOGHOCTL AynuaymMaba 3ameanaTb WK fame
o6pallath BCNATb NpoLecc GOPMUPOBaHUA CTPUKTYPHI,
cnefyet pacCMOTPeTb BO3MOMHOCTb €ro NpUMeHeHus
B KayecTBe npenaparta Nepson AMHUK Y NaLUEHTOB, KOTO-
PbIM AMarHoctupyetcsa GUGPOCTEHO3 MNpU MNEepPBUYHOM
nccnenoBaHum.

3AK/TIOYEHUE

HecMoTps Ha HEAONTYI0 UCTOPUIO Tepanuu aynunymabom
B NeanaTpuM4yecKomn nonynauuu, ero npuMeHeHMe nokasano
MHoOroo6elatole pesynbtatbl NPy J€YEHUN MHOXKecCTBa
COCTOSIHWUM, B MaToreHese KOTOpbIX IEXUT T2-BocnaneHue,
B nepByto o4vepenb, BA, At n 33. OH NpPoaeMOHCTPUPO-
Ban apbEKTUBHOCTb ¥ NALMEHTOB C PA3IUYHLIMU KANHKYE-
CKMMM MPOSIBNEHUAMU, XapaKTEPU3YIOWNMUCT YMEPEHHbLIM
N TSHXKENbIM Te4yeHnem unu pedpaKTepPHOCTbIO K JIeYEHHIO,
W NPUBEN K YNy4YLIEHUIO KayecTBa XMU3HU. C paclumpeHnem
npuMeHeHnsa gynunymaba nossaseTcs Bce 60/blue AaHHbIX
0 ero Nose3HOCTU B leHeHnn Apyrux 3abonesaHuni, onocpe-
[LOBaHHbIX T-KneTkamu.

OcTaeTc MHOro BOMPOCOB OTHOCWUTENbHO KpaTKoO-
CPOYHOM M [ONroCPOYHOM 3DPEKTUBHOCTU MNpenapaTta.
B HacTOofiLlee Bpems MNPOBOAMTCS MUCClefoBaHWe TOro,
BAMseT A aynunymab Ha ecTecTBEHHOe TeyeHue BA,
AT n 33 y peten. Heo6xoanMMbl AOMONHUTENbHbIE [aH-
Hble, YTOObI Ny4lwe NOHATb 4ONTOCPOYHY0 6€30NacHOCTb
n abPEKTMBHOCTL NPUMeEHeHUa aynunymaba Ha Cpoke
6onee 148 Hepn. Kpome TOro, B HacToslllee Bpems HeT
nccnefoBaHui, OLEHUBAIOWKUX MMMYHOTE€HHOCTb Aynuay-
mMaba y negnaTpuyeckux nauneHToB. Heob6xoanmo fgonon-
HEHWE KNMHUYECKUX PYKOBOACTB NO Havany, MOHUTOPUHTY,
NPOAOIKUTENBHOCTHU TEPANUK U NPEKPaLLEHNIO NPUMEHE-
HUS gynunymaba y geten. TakKe BarKHO NoJyYnuTb UHPOP-
MauMIo O 4acToTe, CPOKax W TAXecTu peuuavsBa nocne
npeKpaLleHns neyeHus.

HaKoHel, Ba)XHO fyylwe MOHATb (GapMaKOKUHETUKY
aynunymaba y geten, yuutboiBas ogqoopeHue FDA atoro npe-
naparta B MaagwWwnx Bo3pacTHbIx rpynnax. CyliecTByeT Bapum-
abeNbHOCTb B YacToTe JO3MPOBaHMUS, KOTopas BapbupyeT
0T 1 80 4 Heg. MoCKONbKY peakuus B MeCTe UHbEKLMKU U ANC-
KOMPOPT ABAAIOTCA PacnpPOCTPaHEHHbIMU NPUYMHAMM Npe-
KpalleHus npuemMa npenaparta y geTer Mnagwero Bo3pac-
Ta, HEOOXOAWMbI AanbHenWwne UccnefoBaHusa Ans OLLEHKHM
3 PEKTUBHOCTU MeEHee 4acToro npuMeHeHusa aynunymaba
B 60pb6€e C KOHKPETHbIMKU 3a601E€BaHUAMM.
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ABTOp, OTBETCTBEHHbIN 3@ NEPENUCKY:

XaBK1H AHaTonmi Mnbnd, AOKTOP MEAULIMHCKUX HayK, npodeccop, pykoBoanTeNb MOCKOBCKOro 061acTHOMO LEEHTPa racTpo3HTEPONOruu
u renatonorun HUKWU aetctBa MuH3apaBa MocKoBCKol o6nacTu, npodeccop Kabeapsbl neguatpun MeanumHcKoro nHeTutyTa Graoy
BO HUY «benlY» MuHoGpHayku Poccuu

Appec: 115093, MockBa, yn. bonblas CepnyxoBckas, 4. 62, Ten.: +7 (903) 796-59-07, e-mail: gastropedclin@gmail.ru

JleyeHne iI3BEHHOIr0 KOJIMTa OCTAeTCs C0XHOM 3ajaqyen. [TOCTOSAHHO BeAeTcsl MOMCK HOBbIX HarnpaB/eHun Tepannn gaH-
Horo 3abosieBaHus. B nocnegHue rogbl Bce 60/blue BHUMaHNUSA yaendaetrca KYyPpKyMUHYy — aKTUBHOMY I'IO}'II/Id)eHOﬂy, cogep-
XKalujemycs B KOPHE KYPKyMmbl, KOTOpbI 06nagaeT MHOrOYMUCIEHHBIMU MOJTI0XKUTENIbHbIMU 3 PeKTaMu Ha OpraHM3m 4eslo-
BeKa, BKJto4Yasi poTMBOBOCHAIMTE/IbHOE, aHTUKaHLePOreHHoe U aHTUOKCUAaHTHOEe CBOHUCTBaA. KypKyMMH BO3[{eI7ICTBy8T
Ha HECKOJIbKO CHUIHaJIbHbIX KJ1IETOYHbIX I'IyTet;l M OKa3blBaET B/IMSIHUE Ha COCTaB MUKPOOMOTbI KULLEYHUKAE. B gaHHOM 0630pe

3aboneBaemMoCTb BOCNanuTeNbHbIMW 3ab0/1eBaHUAMM
KuweyHuka (B3K) nmeet ycTon4mBbIM POCT B GOJbLMHCTBE
pasBUTbIX M pas3BMBalOWMXCA CTpaH, co3gaBas rnobanb-
Hylo Npo6nemMy Ans 34paBoOXpaHeHus. Ha cerogHsilHWM
neHb B3K cTpapatoT 6onee 6 M/IH YENOBEK BO BCEM MUpe
[4, 2]. Y yeTBepTM MaUMEHTOB CUMMTOMbI 3abosieBaHMA
MaHU}ECTUPYIOT B AETCKOM MM MOAPOCTKOBOM BO3pacTe.
MonynaunoHHble nccnegoBaHms S.C. Ng n coaBT. NoKa3bliBa-
l0T, Y4TO Y B3POC/bIX caMas BbICOKas pacnpoCcTPaHEHHOCTb
A3BeHHOro konuta (AK) Habntogaetcs B EBpone n CeBepHon
AmepuKe (505 Ha 100 Tbic. B HopBerun n 286 Ha 100 Tbic.
B CLLUA). B neagnatpuyecKon nonyasuuMnm pacnpocTpaHeH-
HocTb AK oueHnBaeTcsa B 22 Ha 100 Tbic. B 60/bLIMHCTBE
pervoHoB EBponbl 1 CeBepHon AMepuKku [3].

AK — nonmatnonornyeckoe 3aboneBaHne Co CI0XKHbIM
naToreHe3oMm, B OCHOBE KOTOPOro nexaT reHeTtuyeckas
npeapacnoNoXKEeHHOCTb, HapylweHne WMMYHOIOrMYECKON
perynaumuM, GMcbuno3d KullevyHwnKka, AUCPYHKUMSA InuTenu-
anbHOro 6apbepa u Bo3aencTBue GakTopoB OKPYKatoLen
cpeabl, KOTopble B COBOKYMHOCTM MPUBOAAT K pa3Bu-

Anatoly I. Khavkin!' 3, Andrew V. Nalyotov?

0606LeHbl COBPEMEHHbIE CBEAEHMS O NEePCNeKTUBaXxX MCro/Ib30BaHUs KYPKYMHWHa B Tepannn A3BeHHOIro KoJinTa.
Knrw4eBbie cnoBa: KYPKYMWH, SAI3BEHHbIN KOJIUT, Teparnus, Kule4yHass MMKpobuoTta

Ana untupoBaHus: XaBkuH A.W., HanetoB A.B. KypkyMWUH — HOBOe HanpaBfieHWe AOMONHUTENIbHON Tepanuun S3BEHHOI0
Konuta. lNegmatpuyeckas papmaronorus. 2024;21(6):534-538. https://doi.org/10.15690/pf.v21i6.2840

TUIO ¥ NOAAEPKAHUIO XPOHMYECKOTO BOCMaNeHUs B CTEHKe
TONICTON KUWKK [4]. B Hawwu AHW Bce 60sblle BHUMaHUA
yaensetca Heob6xoAMMOCTU M3MEHEHUs BO34eNCTBUS daK-
TOPOB OKpY)Kalollen cpeabl, BKOYas KOPPEKLUMIO AWETHI.
MpuHATME 3anafHblX MPUBbLIYEK MWUTAHUA COBPEMEHHbLIMM
UTENAMM MEranosiMcoB MPUBENO K 3HAYUTENIbHOMY CHUXKe-
HUWIO MOTpebneHns KneTyaTKkM U paccMaTpMBaeTCs B Kaye-
cTBe daKTopa MOBbIWEHMA PacnpocTpaHeHHOCTU 3abone-
BaHWM XeNyao4YHO-KuweyHoro Tpakta (MKKT) [5].

OcHoBHas uenb Tepannn AK — MHAYKUMS M noaaeprKa-
HWE pPeEMUCCUK, ONpeaensieMon Kak MCHe3HOBEHME CUMMTO-
MOB MpPW 3HAOCKOMUYECKU MOATBEPKAEHHOM 3aXKMBNEHUM
cnmnancton obonoykn. Papmakonormyeckoe nedyeHue FAK
3aBWCUT OT PacnpoCTPaHEHHOCTU W CTEMEHW AKTUBHOCTHU
3aboneBaHus, BKOYaeT B cebs cnonb30oBaHWe npenapa-
TOB 5-aMMHOCaNULUMIOBON KUCNOTbI, MMIOKOKOPTUKOUAOB,
MMMYHOCYNPECCUBHbIX U FEHHO-UHXEHEePHbIX MMMYHOBWO-
JIOFMYECKMX NpenapaToB, 061ajalowmnx aHTULMTOKMHOBbLIMM
M @HTUUHTErpMHOBLIMU 3ddeKTaMn. K coxaneHuio, MOHO-
Tepanusa He Bceraa nonHocTbio aGPEKTUBHA, a ANUTENbHasA
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for Ulcerative Colitis

Management of ulcerative colitis remains challenging. The search of new treatment approaches for this disease is constantly
continuing. In recent years, the focus was changed to curcumin, active polyphenol found in turmeric roots, that has numerous positive
effects on the human body such as anti-inflammatory, anti-carcinogenic, and antioxidant features. Curcumin affects several signaling
cellular pathways and gut microbiota content. This review summarizes modern data on the curcumin potential use in ulcerative colitis
management.
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KOMOGMHaLUMSA HECKONIbKMX MpenapaToB MOXET Bbi3blBaTb
BO3HWKHOBEHME CePbEe3HbIX MO60YHbIX IDDEKTOB — TaKMX,
Hanpumep, Kak numboma [6].

B nocnegHee Bpems udyyatotcs anbTepHaTUBHbIE Bapu-
aHTbl nedveHnss B3K, KoTopble BKo4aloT B cebsi ocobble
OWETUYECKME MNOAXOAbl MW UCNONb30BaHWE HYTPULEBTHU-
KOB (Hanpumep, NonndeHonoB) — MNULEBbLIX NMPOAYKTOB
(Mnn 4acTen nUWEBOro NpoayKTa), KoTopble obecrneynBa-
0T MEAMLMHCKYIO MM 0340POBUTENbHYIO NMONb3Y, BKAOYas
npodunakTuKy n/unu neyeHue 3abonesaHus [7].

B pgaHHOW cTaTbe OCBeLaloTCH KAWHUYECKME Nepcrnek-
TUBbI UCMONb30BaHUS KYPKYMUHA B Ka4ecTBe JONOSTHUTENb-
HoOM Tepanuu npu FK ¢ aKLLEHTOM Ha ero BAUsiHWEe Ha COCTO-
AHWE KULWEYHON MUKPOBMOTHI.

3a nocnegHve HECKONBbKO NET KYPKYMUH — MPUPOLHbIV
nonndeHosn, OTHOCAWMINCA K CEMEWNCTBY KYPKYMWHOWMAOB
(coeamnHeHus, nonyyeHHole n3 Curcuma longa L.), BbI3bl-
BaeT 6O0NblUMIN MHTEpPeC uccnepoBaTenen KaKk CpeacTsBo
pononHutenbHon Tepanun AK. KypKyMUH, TaK»Ke U3BECTHbIN
Kak «3onotas cneuuns MHAMW», TbicA4eNeTUIMU UCMob30-
Ba/iCf B KayeCTBEe BaXHOro NEeKapCTBEHHOIO pacTUTESb-
HOrO WHrpeaveHTa. Ha cerogHslWwHWM AeHb KYPKYMWUH —
OPaHXEBO-XKENTbIN KPUCTANIMYECKMI MOPOLWOK — LUMPOKO
NPUMEHSETCA B MULWEBON MPOMBbILWNEHHOCTH, [NaBHbIM
o6pa3om B KayecTBe Kpacutensa (E100) npu nporM3BoACTBE
NULEBBLIX MPOAYKTOB M HAanUTKOB. TaKXe OH ocTaeTcs nony-
NAPHOM AMETUYECKOM Creunert BO MHOMMX KyXHSX Mupa.
[aHHbIK nonndeHon 61aroTBOPHO BO3AENCTBYET Ha COCTaB
KUWEYHON MUKPOOMOTbI, 06najaeT aHTMOKCUAAHTHbLIMU,
NPOTMBOOMNYXONEBbIMX M MPOTUBOBOCNANIUTENBHBIMU CBOW-
ctBamu [8].

lMpueM KypKyMHHa sBnseTcs 6e3onacHbiM, 4TO NoOA-
TBEPXKAEHO B KIIMHUYECKUX UcCnefoBaHUsAX. 06 beaUHEHHbIN
3KcnepTHbIn komuteT PAO/BO3 no nuuieBbiM go6GaBKam
(JECFA) n EBponeickoe ynpaBneHue no 6e3onacHoc-
TW nuweBbix NpoaykToB (EFSA) onpeaenvnu aonyctumyio
CYTO4YHYIO HOPMY NOTPEBAEHUS AN KYPKYMUHA — O—3 Mr/Kr
Macchbl Tena [9].

KommepyecKnMn KypKYMUH COCTOMT M3 TPeX OCHOBHbIX
COEeAMHEHNW, KOTOpble B COBOKYMHOCTM Ha3blBalOTCH Kyp-
KyMUHOWAAMU: KYPKYMUH (82%), EMETOKCUKYPKYMUH (15%)
N 6MC-NEMETOKCUKYPKYMUH (3%).

KYPKYMUH — HU3KOMONEKyNsipHOE InnopunbHoe coean-
HEeHWe, KOTOpPOEe MOYTU HepacTBOPMMO B BOAHbLIX PU3MO-
Nornyeckunx cpepax. Ero moneKynbl MOryT HakanauMBaTbCs
B KNETOYHbIX MeMOBpaHax n 4eNCcTBOBaTb KaK aHTUOKCUAAHT,
nornouwias akTuBHble GopMbl Kucnopoaa. KypkymuH ctabu-
neH B AnanasoHe pH o1 2,5 ao 6,5 1 coxpaHsaeT cBou 61M0N0-
rMYECKM aKTUBHbIE CBOMCTBA NPU HU3KOM pH cogepmnmoro
enyaka. lMocne npuema KypKYMUH 6bICTPO MeTaboInM3npy-
eTCsl B MeYeHn, NoYKax U CIN3UCTON 060N04KE KULWEYHNKA
nyTeM BOCCTaHOB/EHMS, CyNbdaTUPOBaHKS U MIOKYpoHUaa-
LMK Ha GOHEe HMU3KOM CTEMEHU BCaCblBaHUS U3 KULWEYHWKA
[10, 11]. Kpome TOro, He BCOCaBLUMMCA KYPKYMUH MeTabosun-
3upyeTcs paaoM npeacraButenert KMWeYHONn MUKPOBKUOTLI.
TaKk, nokasaHo, 4To E. coli o6nagaet caMon BbICOKOM MeTa-
60nu3npyloLLen aKTUBHOCTbIO CPpean MUKPOOPraHW3MOB,
npeobdpasyolnx KypKyMuH, 6narogaps Hannyunio NADPH-
3aBucumoro pepmerTta (CurA) [12].

To ecTb, y4uTbiBasi BbllleCKa3aHHOE, BaXHO nogvyep-
KHYTb, 4TO, HECMOTPS Ha MO3UTUBHblE GWONOTrMYECKHEe
3bPeKTbl KYpKYMWHA, OCHOBHbLIMW OFpaHUYEHUSIMU ero
NPUMEHEHNS KaK TepaneBTUYECKOro CpeacTBa B TevyeHue
ONUTENbHOro Nepuoja BpeMeHU Oblin XMMUYecKas HecTa-
OMNBbHOCTb M nfioxas GMOAOCTYNMHOCTb C OYEHb HU3KUMMU
WUAWM NOYTM HeonpenensieMblMKU KOHLEHTPaUMSMU B KPOBKU
M BHEKMLIEYHbIX TKaHAX, @ TaKxe ero ObicTpble meTabo-

NIU3M 1 3anMMKUHaLUMS. [I03TOMy NOMCK NOAXOASLWEro MeToaa
LOCTaBKM SIBNSICA CNOXHOW 3ajadvyen Ans MCrnofib30BaHUA
KyPKYMWHa B Ka4yeCTBE CpeAcTBa ieyeHns psga 3abonesa-
HuK [13].

Haunnydwmm cnocob6om HUBENMPOBAHUSA BbllleyKal3aH-
HbIX HEAOCTATKOB KypKyMMHa SiBUNlaCb €ero KomOuHauus
C NPUPOAHLIM anKaloMaoM 4YEepHOro nepua nUNepuHoOm
(Piper nigrum) — MOLLHBbIM WHIMOUTOPOM MpoLecca ero
rNIOKYPOHU3aLnn. KypKYMUH, AUCNEeprupoBaHHbIi 4O cTe-
NeHW KONNOUAHbIX HaHo4YacTul (<TepaKypMuH»), B Ucche-
4OBaHMAX Ha 340POBbIX AOOPOBOJibLAX NOKa3aN 3Hayu-
TeIbHO BO3POCLUYI0 CNOCOBGHOCTb K abcopbLuM B TOHKOM
KUWKe, KoTopasi B 27 pa3l npeBbllana BCcacbiBaeMOCTb
nopowkKa KypkyMuHa [14]. Apyrum npuMepom ynydllueHus
6MO4OCTYNHOCTU AAHHOr0 nofndeHona ABAsSeTca BKAOYe-
HWE KYPKYMMHA B MULENNSPHYIO CUCTEMY, NpeacTaBnsio-
Wyt cobown arperatbl NOBEPXHOCTHO-aKTUBHbIX BELLECTB
B KOJJIOMAHOM pacTBOpe, COCTOosWMeE U3 6OMbLIOrO YMcna
aMOUOUNBbHBIX MOSIEKYN. Y 340POBbIX UCMbITYEMbIX BBE-
AeHNe MUKPOHU3MPOBAHHOIO MOPOWKa KypKYMUHA U Kyp-
KYMWUHa, BKIIOYEHHOIO B KUAKME MULENbl, MPUBOAUNO
K 60nee 3Ha4YnTEbHOMY MOBLIWEHUIO KOHLEHTPaLKUN Kyp-
KyMWHa B nnasme u Mo4ye, 4eM nocne gobaBneHns HaTuB-
HOroO KypKyMuHa [15].

BblpakeHHble MPOTUBOBOCNANUTENbHbIE CBOMCTBA KYyp-
KyMWHa, ONUCbiIBaeMble Ha NPOTSAXEHWU MHOIMX NeT, Npu-
BJIEKNM 6GONbLWOW MHTEPEC WccnefoBaTenen B KOHTEKCTe
neyeHns 3aboneBaHWi, MMEIOLWMUX XPOHUYECKYID BoOcMa-
nuTtenbHyto ocHoBy. NF-kB aBnsetcd MHOropyHKLMOHaNb-
HbIM KOYEBbIM S4ePHbIM GaKTOPOM TPaAHCKPUMNLMK, Yya-
CTBYIOWMWM B pa3BUTUM BOCNanuTeNbHblXx 3aboneBaHum.
MpoTtuBoBoOCnanuTeNbHbliM 3GDGEKT KYPKYMUHA B OCHOBHOM
onocpegyeTcsd CNOCOGHOCTbIO MHIMOGMPOBATbL BHYTPUKIeE-
TOYHbIM curHanbHbiM NyTb NF-kB, 610KMpysa KuHagy |lkappaB
(IkB) , 4TO MPUBOANT K NPELOTBPALLEHUIO ONOCPELOBAHHO-
ro uUuToKMHamu ¢ocdopunupoBaHna u gerpagaumm kB,
apnqwouenca uHruoutopom NF-xB. [JaHHble MexaHW3Mbl
NPUBOAAT K MHTMOUPOBAHMIO IKCMPECCUMU NPOBOCNANUTENb-
HbIX LMTOKMHOB, TaKWX KaK MHTEpPNEenKuHbl 1 n 6 n dak-
TOp Hekposa onyxonun anbda (TNF-a). TakKe coobLanocs,
YTO KYPKYMMUH MHTMOBUPYET aKTUBHOCTb MPOBOCNANUTENbHbIX
6enKoB (aKTMBATOPHbLIM 6enoK 1, peuentop, akKTuBMpye-
Mbl NEPOKCUCOMHbIM nponudepatopoM ramma (PPAR-y),
[-kaTeHuH) [16].

Mpy pasBuTUM BOCMaleHUda B CIU3UCTOM O06O0/0YKE
KUWEYHNKa BbICOKME KOHLEHTpauuu Kucnopoga pAenatoT
KULWEYHYI0 cpefy TOKCMYHOM Ans obuTaHusa O6AMraTHbIX
aHaapo60oB, YTO NPUBOAMUT K YMEHbBLUEHWUIO CMIOS KULLIEYHOM
CNM3K, Crnocob6CTBYS AucbHanaHCy KULWEYHOW MWMKPOOBMO-
Tbl C yMeHbleHnem Firmicutes n Bacteroidetes n poctom
dpaKynbTaTUBHO-aHadpoOHbIX Enterobacteriaceae w apre-
3MBHO-MHBA3UBHOM E. coli, KOTOpble acCcoLMUPOBaHbI C yXYA-
lweHnem cumntomoB B3K [4].

MpuemM KypKyMuHa NpUBOAMT K NOSIBIEHMIO €ro BbICO-
KOM KoHueHTpauuu B KT, 4To Bbi3BaNo 60/bLIONA MHTE-
pec uccnegosaTenie K U3y4YeHuto BAUSHMA nonudeHona
Ha COCTOSIHWE KULLIEYHOM MUKpoBuoThl [11, 17]. B uccnepo-
BaHMWAX YCTAHOBNEHO, YTO MEXAY KYPKYMUHOM U KMLWEYHOMN
MWUKPOOMOTON CylLecTBYeT ABYyHanpaBieHHOe B3auMoaen-
cTBMEe. baKkTepunn akTUBHO y4acTBYIOT B MeTab0on3me Kyp-
KyMUWHa, 4TO NPUBOAMT K ero 6uotpaHchopmanmm c 06paso-
BaHMeM MeTabonuToB. [Jo6aBKM KypPKYMUHA CTUMYIUPYIOT
POCT MNONE3HbIX UTAaMMOB 6aKTEPUN, yNyyLlatoT 6apbepHyo
DYHKLMIO KULIEYHUKA M CHUKAIOT IKCNpeccuio nposocna-
NUTENbHbIX MeanaTopoB [18].

TonbKO B OAHOM MCCNEefOBaHWM Ha 340POBbIX NOAAX
OLLeHMBaNNCb UBMEHEHUS KMILEYHOW MMKPOOBUOTLI Noche
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nepopanbHOro npvema KypkymuHa. Tak, C.T. Peterson
W COaBT. B UccnefoBaHuu ¢ yvactmem 30 340POBbIX UCTbI-
TyeMbIX OLEHWBANU M3MEHEHUS B MWKPOOMOTE KMULLEY-
HWKa C MCNONb30BaHWEM MeTofa CeKBeHuMpoBaHus 16S
pAHK nocne nprvema KypKymbl B cyTo4YHOM go3e 6000 mr
C 3KCTPaKTOM YEepHOro nepua, KYpKyMWHa B CYTOYHOM
nose 6000 Mr ¢ 3KCTPaKTOM YepHOro nepua uMauM nna-
ue6o ncxoaHo u yepes 4 u 8 Hed. bbino o6GHapyKeHO,
4YTO M KYPKYMa, U KYPKYMUH CXOAHbIM 06Pa30M U3MEHS-
0T MUKPOBUOTY KULWEYHUKA. Y YH4aCTHMKOB, NMPUHUMAB-
WKMX A06GaBKU C KYPKYMOW, Habnoganocb yBenuMyeHue
KonnyecTBa BWMAOB MWKPOGOB Ha 7%, a y CyOGBLEKTOB,
nony4yaBLWMX KYPKYMWH, KOIMYECTBO M3y4YaeMblX BUAOB
6aKTepui yBenMumnocb B cpeaHeM Ha 69%. ABTopbl
yKa3anu, 4To peakums KULWeEeYHOW MUKPOOBMOTbI Ha Mpo-
BOAMMYIO cannemeHTauunio Oblla NepcoHanu3npoBaH-
HON. Cy6GbeKTbl, OTBETUBLLUME HA MPUEM OGUONOTUYECKMUX
[06aBOK, MOKa3aNn paBHOMEPHOe yBennvyeHue 60Mb-
wnHcTBa BMAoB Clostridium spp., Bacteroides spp.,
Citrobacter spp., Cronobacter spp., Enterobacter spp.,
Enterococcus spp., Klebsiella spp., Parabacteroides spp.
n Pseudomonas spp. C YMeHblleHUEM OTHOCUTENIbHOM
YUCITIEHHOCTHU HECKONBbKKUX BUAOB Blautia spp. 1 60/bLINH-
cTBa BMAOB Ruminococcus spp. [19].

M3y4yeHHble CBOWCTBA KYPKYMWHA B OTHOLUEHUU KOP-
peKuun BUAoB 6aKTepUI, y4acTeytowmx B natoreHese B3K,
MOryT paclWupuUTb MNpPeAcTaBlieHne O TepaneBTUYECKMUX
BO3MOXHOCTSAX AaHHOro nonudeHona, npeaoctaBnss Bo3-
MOXHOCTb AN MPOBeAEHWUS KOMMIEMEHTapHON Tepanuu
npu 9K [20].

Ha cerogHsaWHWIA aeHb He Obl10 UCCeA0BaHO BAUSHUE
KYPKYMWUHA Ha MMKPOBMOTY KMULWEYHWKa y nauneHTos ¢ FK,
MMeloTCs NUlb ABa MCCNeAoBaHuWs, M3yvalolune BAUSHUE
[06aBOK KYPKYMMHA Ha KULLIEYHYI0 MUKPOBMOTY Ha aKcne-
PUMEHTaNbHbIX MOAENAX KONUTA Y YKMBOTHbIX.

B nepsom R.M. McFadden v coaBT. oueHuBanu apPeKT
AneTbl ¢ go6aBNeHNEM KypKyMWHa B MOAENW Ha Mblwax
C KOMIOPEeKTaNbHbIM PaKOM, aCCOLMMPOBAHHbLIM C KOIUTOM.
[Jo6aBneHne KypKyMUHa YyBEIMYMBaANO BbIXKMBAEMOCTb
0Cco6€en M MNOMHOCTbIO YCTPaHSANO OMYXONEBYI Harpysky.
Tak)e faHHas auveTa NpuBOAMNA K yBenuyeHuto GakTe-
puanbHOro pasHoob6pa3suns, yBenuymna OTHOCUTENbHYIO
4YyucneHHocTb Lactobacillales n ymeHblWwUWNa KOJMYECTBO
Coriobacteriales. ABTOpbl NPULAK K BbIBOAY, YTO 6Gnaronpu-
ATHOE BAUSIHWME KYpPKYMMHa Ha OHKoreHes 6bino CBA3aHO
C noaaepxaHuvem 6onbwero pazHoobpasns MUKPOOUOTLI
TONCTOM KMWKHM [21].

Bo BTOpom wuccnepgoBaHuu, nposegeHHoMm M. Ohno
COaBT., M3y4yanocb BAMAHME [06GABOK C HaHOoYacTULaAMKU
KYpKYMWUHa (<TepaKypMuKHa») Ha KOJIUT, BbI3BAHHbIN [EK-
cTpaHcynbdaTtoM HaTpus (DSS) y mblwen. MpeanoxxeHHas
Tepanusa yBenuyinna YUCAeHHOCTb BaKTepuin, NpoayLmpyto-
WX 6yTUpaT, 4TO Bbl3blBaNo NOBbILEHWE YPOBHA ByTupara
B deKkanuax. M3BecTHO, 4To ByTMpaT npeacraBaseTr cooon
OCHOBHOW 3HepreTM4yecKkut cybcTpat Ansd KOoJMIOHOLMTOB,
MOAYNMPYET 6apbepHyto GYHKLMIO KULLEYHMKA NOCPEACTBOM
CcO60pKM GENKOB MMOTHBIX KOHTAKTOB, aKTMBaLMK GOKano-
BUAHbIX KNETOK [22].

C 2020 1. UHTEpEeC K n3y4eHnto apdEKTUBHOCTU UCMONb-
30BaHUS KypKymMuHa ans nedveHus FK 3ameTHO BO3poc,
0 YeM CBMAETENbCTBYET yBENMYEHUE Yucna ony6/nMKOBaH-
HblX cMcTemMaTMyeckmx 063opos. S. Chandan v coaBT. npo-
BefeH 0630p M aHann3 CeMu KIMHUYECKUX UCCNedoBaHum,
B KOTOpbIX NpuHanu ydyactne 380 naumeHToB ¢ AK (KypKy-
MUH n = 188, nnaue6o n = 190). ABTOPbI NPULLAK K BbIBOAY,
4YTO KOMOGMHMPOBAHHaAs Tepanus Ha OCHOBE MecanaMuHa
M KYPKYMMHa No4YTv B 3 pasa MnoBbllwana WaHCbl KAnHuye-

CKOro oTBeTa Y NaLuMeHTOB OTHOCUTENBHO FPYMMbl NoayYas-
wunx nnaue6o [23].

T. Zheng v coaBT. NnpoaHann3npoBanu pe3ynbraThbl LECTU
KJIMHUYECKUX MCCcnefoBaHui ¢ y4actnem 349 nauneHToB
¢ 9K (KypKymuH n = 173, KOHTpoONbHaa rpynna n = 176),
KOTOpble MOKasanu, 4To Tepanua mecanasnHoM c gobas-
JIEHWEM KYPKYMUHa ABnsieTca 6e3onacHon n apdeKTUBHON
B OTHOWEHUN UHAYKLUMN KIMHUYECKON M 3HAOCKOMUYECKON
pemuccun 3aboneBaHns. ABTOPbl PEKOMEHAYIOT MPOBECTU
JanbHenlwne ncenefoBaHus Ana onpegenerHns noaxoasawen
NeKapcTBeHHON GOopMbI, A03bl, MPOAOIKUTENBHOCTU U CMO-
co6a AOCTaBKMW KypKymuHa [24].

M.R. Coelho 1 coaBT. B cBOEM CUCTEMATUYECKOM 0630pe
NPOBENU aHaNn3 WeCTU KNMHUYECKMX UCCneoBaHum ¢ yya-
ctnem 372 nauueHTtoB ¢ FAK. KypKyMUH gaBanu ¢ uenbto
MHOYKUMM PEMUCCUM Y NALMEHTOB C NErkon U yMepeH-
HOW aKTMBHOCTbIO 3aboneBaHus. MccnegoBaHusa MoKasa-
SN XOPOWYO MNEPEeHOCUMOCTb KYPKYMWUHA B COYETaHWKU CO
CTaHAapTHbIMK MeTogamu neveHuns. Kpome toro, 5 U3 wectm
nuccnegoBaHMM NPOAEMOHCTPUMPOBANM Xopowue peaynbra-
Tbl, CBA3@HHbIE C AOCTUXKEHMEM KAMHUYECKON W/UNK IHLO-
CKOoMMnyeckom pemuccuu [25].

R.A. Goulart n coaBT. B cBOEM MeTaaHanu3e NpoBeu
n3yyeHue YeTblpex KNMHUYECKUX UCCNefoBaHMI C yHacTUeM
238 nauneHToB ¢ AK Nerkon u yMepeHHOW TSXKeCTH, rae
oueHnnn 3bdEKTUBHOCTb MepopanibHOro npuemMa Kypky-
MWHa@ B OTHOLWEHWUU WHAYKLMM pEMUCCUM 3aboneBaHwms.
ABTOpbl MPULWAK K BbiBOAY, YTO AoGaBleHWE KypKYMWUHa
B Ka4yeCTBe JOMOJIHEHMS K CTaHhapTHOM Tepanun 9K okasa-
N0 61aroTBOPHOE BAMSHWE B OTHOWEHWUU PA3BUTUS KIWUHU-
yeckon pemuccumn AK [26].

HepaBHWM cucTtemaTUyecKnun 0630p, BbIMONHEHHbIN
J Yin. n coaBT., NOCBSWEHHbLIN OUEHKE 3PPEKTUBHOCTH
1 6€30MNacHOCTU Tepanun KYPKYMUHOM Y nauneHToB c FK,
BK/lOYaN WECTb KAMHUMYECKMX WCCNEefOBaHWM C 06LWMM
4ynucnom nauneHToB n = 385. ABTOPbI COOBLLMN, YTO NPU-
€M KypKyMuHa B [OMOJHEHWE K CTaHdapTHOWM Tepanuu
AK MoxeT 6biTb 3dbEKTUBHON cTpaTerven B OTHOLUE-
HUU JOCTUXKEHUS KIMHUYECKOM pemuccum 3aboneBaHus,
He BbI3blBas Pa3BUTUS Cepbe3HbIX NOBGOYHLIX 3hdeKTOB
[271.

Taknum 06pas3oM, Ha CEroAHALWHUI AeHb HaKananMBaloTCs
[JaHHble O NpoTMBOBOCMaNUTENbHOM 3ddeKTe KypKymMUHa
y nauueHtoB ¢ AK. OgHako nNo-npexHemy HeaocTaTo4HO
CBefEeHNN, NO3BONSAOWMX OLLEHUTb €ro BAUSHWE Ha CoCTaB
N GYHKUMOHUPOBAHME KULIEYHON MUKPOOMOTHI. [ HEKO-
TopbiX NauneHtoB ¢ AK, no-BMAKMMOMY, NPUEM KypKyMUHa
B [JONOMHEHWE K CTaHAapTHOW Tepanuu MNO3BOAUT MOBbI-
CUTb 3GPEKTUBHOCTb SIEYEHNS B OTHOLLIEHUN CPOKOB UHAYK-
UMW U NOAAEPIKAHUSA peMUCCUM 3aboneBaHus, ynydlweHus
KayecTBa XMW3HW nauueHToB. HeobxoauMMbl AanbHenlwune
nccneaoBaHusa Ans OLEHKM MPeMMyLLECTB MCMNONb30BaHMA
[06aBOK KypKyMMHa B Tepanuu nauueHToB ¢ K, onpege-
neHns adpdOEKTUBHOM €ro JO3MPOBKM M OLLEHKMU €ro BAUSHUSA
Ha cocTaB, pa3Hoob6pasne u MeTabonnyeckne oGyHKUMK
KULLIEYHON MUKPOOMOTbI.
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CoBpeMeHHbIX onbIT dapmaKoTepanuu
CUHApPOMA pa3pa*XeHHOro KMWeyHUKa

y Aeteun

ABTOp, OTBETCTBEHHbIIi 32 NEePENnUCKY:

XaBK1H AHaToIMi ibny, LOKTOP MELMLMHCKUX HayK, npodeccop, pyKoBoauTenb MOCKOBCKOrO 061aCcTHOrO LEEHTPa racTpo3HTEPOIOrUn
u renatonorun HUKU petctBa MuHaapaBa MocKoBCKoi 06nacTi, npodeccop Kadeapbl neanatpum MeanLMHCKOro MHCTUTYTa GrAQY

BO HWUY «benl'Y» MnHo6pHayku Poccuun
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B pgaHHoOM 0630pe paccMaTpuBaloTCs COBPEMEHHbIE MOAXOAbl K AMArHOCTUKE M JIEYEHMIO CMHAPOMAa pa3ApaKeHHOro
KkuweyHuka (CPK) y neten — ogHoro u3 Hanbosiee pacnpocTpaHeHHbIX QyHKLMOHanbHbIX paccTporcTB KT, CPK xapak-
TEPU3YETCA XPOHMYECKUMM abAOMUHaNbHbIMU 60MM, HaPyLIEHUSIMU MOTOPHUKM KULIEYHMKA W M3MEHEHUSIMU CTyna,
4YTO CYLECTBEHHO CHUXXAET Ka4YeCTBO XMU3HM MaLMEHTOB. B cTaTtbe nogpo6HO aHan3npyoTCs NaTtoreHeTu4eCKUe mexa-
HM3MbI CPK, BKAKOYas poJib OCU «KULIEYHUK — MO3M, MUKPOOMOTbI KMLLIEYHUKE U HENPOIHAOKPUHHBIX paKkTopoB. Ocoboe
BHMMaHue yaeneHo papmaxkotepanun CPK y aeten, BKaoYas ncrnoib30BaHMe aHTUAENPECCaHTOB, MPOBGMOTUKOB M pacTu-
TeJ/IbHbIX KOMITOHEHTOB, a TaK)Xe POJI KOPPEKTOPOB MOTOPHOM AEeATE/IbHOCTHU NULLEBapPHUTEbHOIO TpakTa B KyrNMpoBaHUn
CUMNTOMOB. PaccMOTPEHbI COBPEMEHHbIE PEKOMEHAALIMM 10 MPUMEHEHMIO PA3JINYHBIX K1TACCOB aHTUAENPECCAHTOB C y4e-
TOM MX papMaKOKUHETUYECKMX M papMaKoANHaMMYECKUX 0COBEHHOCTEN. TaK)Ke aHaM3upyTCs NepCcrneKTUBbl UCMOoJb-
30BaHMs MPOBMOTMKOB U PacTUTE/IbHbIX NpenapaToB B KOMaeKcHou Tepanmm CPK. [ony4yeHHbIe JaHHbIE MOATBEPKAaloT
HeobXxoAMMOCTb NepPCOHaIN3MPOBaHHOIo noaxoda K ne4eHmto CPK ¢ y4eToM reHeTUHEeCKUX U GU3MOI0MMYECKMX OCOBEH-
HOCTEeH naymeHToB.

KnioyeBble cnoBa: CMHAPOM pPa3fApa’KeHHOro KULeYHWKa, dapmaxkoTepanusi, MUKPOOGMOTa KULIEYHUKE, OCb «MO3I —
KULIEYHNK», papMaKoreHoOMm1Ka

Ana uyumtnpoBaHusa: XaBkuH A.W., Hukonanyyk K.M., BepemeHko A.C., JleyeHko W.A., MnatoHoBa [1.4.,

HoBukoBa M.®., Tymac A.C., BepryHoBa E.E., llyknueB [I.A., CepreeB [1.A., LpaiiHep E.B. CoBpeMeHHbIN onbIT papma-
KOoTepanuu cuHapoMa pa3fpaKeHHOro KuWeyHuka y geten. legunatpmndeckas papmakosorus. 2024;21(6):539-550.

doi: https://doi.org/10.15690/pf.v21i6.2841

BBEAEHUE

CuHapoM pasgparkeHHoro kuwedyHuka (CPK) npea-
cTaBnseT cobor ogHO M3 Haubosnee pacnpPoCTpPaHeHHbIX
GYHKLMOHaNbHbBIX PACCTPOMCTB XKeNyao4YHO-KULLIEYHOTO
Tpakta (MKKT), xapaKkTtepusyiolleecs pasHoOoOpasHbIMU
CUMMNTOMaM#, BK/OYAIOWMMKU XPOHUYECKYIO 60/b U AWC-
KOMPOPT B XMBOTE, B34yTHE, METEOPU3M, 3anop, AMapeto
n YyepepoBaHue nocneaHunx. CornacHo Kputepmuam ROME IV
(Rome Foundation Diagnostic Criteria for Functional
Gastrointestinal Disorders — MexayHapoaHble AMarHo-
CTUYeCKMe KpuTepun ans GyHKUMOHaNbHbIX MKenyao4HO-
KuweyHblx pacctporncts), CPK onpegensercs Kak KaWHK-
YECKUM CUHAPOM, MPOSBASIOWMNCS pPeLUanBUPYIOWUMHU
60159MW UNN AUCKOMPOPTOM B KMUBOTE, KOTOPblE BO3HUKA-
0T MO KpalHew Mepe 3 AHS B MeCsL, B Te4eHMe NocnegHux
3 Mec v conpoBOXKAAOTCS ABYMSA UK 6osiee U3 CreaytoLmx
npuaHakos [1-3]:
° yayyweHue cocTosiHUA nocne gedexaumy;
® Ha4yano CMMNTOMOB, CBSA3@HHOE C UBMEHEHMEM YacTo-

Tbl U/IM KOHCUCTEHLMK CTYNa;
® CMMNTOMbl AO/MKHbI MPOSIBAATLCA HE MeHee 4Yem

3a 6 Mec 0 NOCTaHOBKM AnarHosa.

Knaccuodunkauma CPK ocHoBbIBaeTca Ha XxapaKTepu-
CTMKax cTyna. B 4acTHOCTMU, BblAensioT TPU OCHOBHble
dopmsbl [2]:

* (1) CPK c npeo6nagaHuem 3anopos (CPK-3), npu KoTto-
pom 6onee 25% aKToB AedeKaluM COMPOBOMXKAAKTCA
MAOTHLIM UM KOMKOBATbIM CTY/1I0M U MeHee 25% — Kua-
KUM MW BOASHUCTbIM;

* (2) CPK c npeo6nagaHvnem anapeu (CPK-A1), korga 6onee
25% cTyna aBNSETCS KUAKUM WU BOASHUCTLIM U MEHEEe
25% — NNOTHBIM UM KOMKOBATbIM;

* (3) CPK co cmewaHHbIM TMNoM ctyna (CPK-C), npu KoTto-
pom 6onee 25% akToB AedeKaLmnmn CBS3aHbl Kak ¢ nioT-
HbIM/KOMKOBATbIM, TaK U C XWAKUM/BOASHUCTbIM CTY-
JIOM.

Pazsutne wn nporpeccupoBaHne CPK o6ycnoBneHbl
MHOXEeCTBOM (aKTOpPOB, BK/OYas HapylleHWe MOTOPUKKU
KT, BucuepanbHyl0 rMnepyyBCTBUTENbHOCTb, AMCOanaHc
KMULIEYHOW MUKPOBUOTLI, UBMEHEHWS B OCK «MO3I — KULLIEY-
HWK», BOCMaNIUTENbHbIE MPOLIECCHI B MNULEBAPUTENBHOM
TpaKTe, a TaKXe ncuxonormyeckne npobnemsbl [4, 5]. In
MeXaHU3Mbl B3aWMOLENCTBYIOT MeXay coboi, co3paBas
MHOTro@aKTOPHY0 OCHOBY A1 BOSHUKHOBEHWS CUMMTOMOB
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CPK, 4TO cywecTBEHHO 3aTpyAHAET ANarHOCTUKY U leYeHne
3aboneBaHus.

B cBA3KM ¢ mMHOroo6pasnem GakTopoB U CUMMNTOMOB
Tepanus CPK HanpaBneHa Ha yCTpaHEHWEe KOHKPETHbIX
nposiBneHnn 3abonesaHus. B nocnegHue roabl 6binn pas-
paboTaHbl pasinyHble NOAXOAbl K JIeYEeHUI0, HalLeneHHble
Ha obneryeHve 601eBOro CUHAPOMa, PEryinpoBaHue MoTo-
PUKM KULWEYHMKA M YCTpaHeHWe COMyTCTBYIOLWMX MNCUXO-
NOrnyeckmx pacctponctB. OaMH M3 KAOYEeBbIX METOAOB
NnevyeHuss — 3TO Koppekuus auneTbl. Mcnonb3yloTcs Takue
AVWeTUYeCKne cTpaTeruu, Kak gmeta ¢ HU3KUM CofepKaHnem
dbepmeHTUpyEMbIX OAMrocaxapuaoB, AUMCaxapuaoB, MOHO-
caxapuaoB v nonuonoB (FODMAP), 6e3rnioteHoBas auera,
a TaKXXe AMeTbl C MOHMXEHHbIM COAEepXKaHWeM Kpaxmana
n caxapa (SSRD) [6].

Kpome Toro, dapmakoTepanus urpaet BaKHylO pPosb
B NnieyeHmn CPK. MpenapaTbl HanpaBfieHbl Ha KOPPEKLMIO
BOCNaNMUTENbHbIX, UMMYHHbIX Y HEWPOIHLOKPUHHBIX Mexa-
HM3MOB, y4acTBYIOWMUX B Pa3BUTMU BUCLEepPanbHON runep-
4YyBCTBUTENBHOCTHU, XPOHWUYECKOrO BOCMNANEHUS TOHKOM
KULIKX M TONCTOrO KULIEYHWKA, a TaKKe M3MeHeHUs Mnpo-
HULL@EMOCTU KULWIEYHOM CTEHKM [7]. OCb «MO3F — KuLIEeY-
HWK» TOXE CTAHOBUTCS BaXHOW LeNblo NeYeHnsl, MOCKONbKY
perynaumsa ypoBHsS HEMPOMEANATOPOB MOXKET CYLLECTBEHHO
BAMATbL Ha cumntombl CPK. BaxkHyto posb B pas3BUTUM
CPK urpatoT moaynsiuma 601eBoro nopora, MoTopuku KT
N U3BMEHEHUS B YPOBHAX HEMPOMELMATOPOB U UX peLenTo-
pos [1].

Oco60e BHMMaHuWe yaensietcs NOCTUHPEKLMOHHbIM dop-
mam CPK, rae cBoto adPpeKTMBHOCTb MOKa3ano NnpuMeHeHne
NPO6UOTUKOB. [MPOBUOTUKK MOrYT NpoayumpoBaTb MeTabo-
NNTbl, UHTMBUPYIOLLME POCT NaTOreHHbIX MUKPOOPraHM3MOoB,
a TaKXke cnoco6CTBOBATL YNyyWEHWIO NepeBapuBaHns nak-
TO3bl U 4EKOHDbIOraLMKn KeNYHbIX CONeN, YTO NONOKMUTENBHO
CKa3blBaeTCs Ha perynsumm ypoBHA NMNUL0B B KpoBMU [8, 9.

CPK npepactaBnser cobon 3Ha4YMMY0 anMaeMunosnoruye-
CKyto Npo6neMy, oxBaTbiBatolLyto oT 2 4o 25% aeten B BO3-
pacTe oT 4 go 17 net. CornacHo AaHHbIM O4HOI0 U3 Ucche-
noBaHui, CPK 3atparuBaet 10-15% ntoaen Bo BCemM MUpe,
npv 3TOM A0AS NauMeHToB Ao 18 neT cpelm HUX cocTaBnsieT
oT 8 00 38% [10, 11]. B pa3nnyHbIx CTpaHax Mupa anuaemMu-
onorus CPK cpean geten 6bina ndyvyeHa M NpogeMOHCTPU-
poBana BapuaTMBHble NOKa3aTean pacnpoCTPaHEeHHOCTH.

Ha ocHoBaHMM CTaAaTUCTMYECKUX AaHHbIX 3a 2014 r.,
npoBeaeHHbIX No Kputepmnam ROME Ill, 66110 ycTaHOBAEHO,
4yTo pacnpocTpaHeHHocTb CPK cpegu geter v nogpocT-
KOB BapbMpyeT B 3aBWCUMOCTM OT pernoHa. Hanmpumep,
B peunn aTOT NoKasartenb coctaBun 2,9%, B Hurepun —
9,9%, B cTpaHax tOxHon Amepukn — ot 3,8 po 16%,
a B lpwu-JlaHke — ot 3,6 o 7%. B Kutae ypoBeHb pacnpo-
CTpaHeHHOCTV BapbMpoBan B npeaenax ot 12 o 17%, toraa
Kak B CTambyne oH gocturan 22,6%. B cpaBHEHUU C 3TUMM
faHHbiMK B CoeguHeHHbix LUTaTax AMepuKn pacnpocTpa-
HeHHOCTb CPK cpeav aeten 3Ha4UTENbHO HUXKE U COCTaBS-
et 2-5% [11].

Cnenyet otMeTuTb, 4To CPK 4aule Bcero BbiiBASieTCA
y AeTew B Bo3pacTe oT 8 4o 12 neT, npnyem 3ab6oneBaemMocTb
cpeau eBoYeK Bblwe. TaknuM 06pa3oM, HECMOTPS Ha perno-
HaNlbHble Pa3nYKs, MOXKHO cAenaTb BbIBOA O 3HAYUTENbHOM
BnuaHUn CPK Ha geTckoe HaceneHue, 4TOo nofgvyepkuBaet
HEO6X0AMMOCTb AallbHENLINX UCCefoBaHUM U pa3paboTKu
3O PEKTUBHbIX METOAOB NleYeHUs U NPODUNAKTUKMN AAaHHOIO
3aboneBaHus [11].

KPATKWUI OB30P MATOFEHE3A CPK

MposiBneHnss CPK, TakMe Kak U3MeHeHue Bucuepasb-
HOW YyBCTBUTENbHOCTU M MOTOPUKKM XKKT, TeCHO cBSi3aHbl
C YPOBHEM HEMPOMEANATOPOB B OPraHn3me nauneHToB [12].
B psge vccnegoBaHuin 6bina NPosiCHEHa POJib CEPOTOHMHA
(5-HT) B perynsaunn GU3nonormyeckux GyHKUMM KULWLEYHMU-
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Ka. YcTaHoBNEeHO, 4TO nNpu CPK KOHUeEHTpaLuus cepoToHMHa
3Ha4YUTeNbHO BO3pacTaeT, YTO NPUBOAUT K U3OLITOYHOM CTH-
MynsaUMn HelpomeanaTopoM 5-HT,-peuenTtopoB Ha OKOH-
YaHMUAX OK30MEHHbIX MEPBUYHbIX adPEPEHTHbIX HEPBOB,
4YTO BNe4YeT 3a cob6oW ycuneHue akKTMBHOCTU SHTepanbHOM
HepBHOW cucTtembl (QHC) M noBbllleHWe HYYBCTBUTENLHOCTH
BUCLiepabHbiXx apdepeHTHbIX HEPBOB. 3TO, B CBOIO O4e-
pelb, Bbl3blBaeT TakMe CMMMTOMbI, Kak AMcKombopT, 601b
B XXuBOTe M aunapes [13]. B ogHoM wccnegoBaHum Oblno
noKasaHo, 4To aKcnpeccus 5-HT;-peuenTopoB B CIM3NUCTON
060/104KE KMULWEYHMKA 3HAYUTENbHO Bblle Y MaLMeHTOB
¢ CPK-/1 no cpaBHEHWUIO C KOHTPOMLHOW rPYMNnon 30P0BbIX
ntoaen. ATM AaHHble CBUAETENbCTBYIOT O HApYLIEHWN peryns-
LMW CEPOTOHMHOBOW cucTeMbIl Y naumeHToB ¢ CPK [14].

[loMMMO CepoTOHUHA, Apyrne HerlpomeanaTopbl, Takue
KaK ramma-amumHomacnsiHaa kucnota (FAMK), ructamwuH
N podaMuH, TaKXKe UMEIT 3HAYUTENbHOE BAUSHUE Ha CUM-
NTOMbl pa3nnyHbix TMNos CPK. 3T Helpomeanatopebl Urpa-
0T BaXHYyl0 po/ib B perynsaunn Takmx GyHKLKMIA, Kak cekpe-
LMS CONSHOM KUCNOTbI B XenyfaKe, ONOPOXKHEHWE KenyaKa,
MOTOPUKaA KULWEYHUKa n BocnpusatTMe 6onn. Nx aucbanaHc
NPUBOAMT K MOBbILWEHUIO NMPOHULAEMOCTU CAU3UCTON 060-
JIOYKM KMLIEYHMKA W HapPYLWEHUIO CEKPELMU MOHOB, YTO YCy-
ryénset cumntombl CPK [13].

CPK TaKxXe AeMOHCTPUPYET BbIpaxeHHYl B3aumoc-
BSi3b C HEMPOIHAOKPUHHON cucTemon. Henponentug Y,
NPUCYTCTBYIOLWNI KaK B LieHTpanbHoi (LLHC), Tak n B nepu-
depryecKon HepBHOW CUCTEME, a TaKXKe B NulleBapu-
TeNbHOM TpaKTe, NoKa3an MOJIOKUTENbHYIO KOPPeNsauunio
C YPOBHEM KOpTM30/1a B CbIBOPOTKE KPOBW y 340POBLIX
nogen. Itv nokazatenu MCNonb3ylTCA KaK MapKepbl
aKTMBauuM runoTanamo-runoPpmaapHo-HagNOYEYHUKO-
BOM OCHU M CMMMATUYECKMUX BOSIOKOH BEreTaTMBHON HEPB-
How cuctembl (BHC). Bonee toro, Henponentna Y BbICTY-
naeT Kak «nepegatyink» mexay BHC v Ty4HbIMK KneTKamu,
4YTO CBSAI3blBAET MCUXOSIOFMYECKOE COCTOSIHWE C CMMMTO-
Mamu CPK [15]. NMaumneHTbl ¢ CPK coobwatoT 0 CHUXEHUH
60/1€BOr0 Nopora nNpu CTUMYAALMKN KUWEYHWKA, YTO CBU-
[eTenbCTBYyeT O BO3MOXHOW HEBPOSIOrMYeCKOM OCHOBE
3aboneBaHug [16, 17].

MoOMMMO HENPOPUINONOTrMHECKMX acneKToB, CyLLEeCTBY-
eT paa dakTtopoB pucka passutns CPK. K HMUM oTHocsTCS
nepeHeceHHble Xenygo4yHO-KuweyHble MHbekumn (y 10%
nauneHToB, MepeHecLIMX TaKoBble MHEKLIMK, pa3BUBaETCS
NOCTUHDEKLUMOHHbIN CPK). TaKXe Ba)XHyl0 pPoOJib WrpatoT
ceMenHasa npeapacnofioXeHHOCTb K 3ToOMy 3a60eBaHuIo
W HeraTMBHblE YM3HEHHble COOLITUSA, TaKWe KaK TpaBMbl
WMNKM NCUXONOrMYEeCKU cTpecc. Hemanasa ponb OTBOAMUTCS
NCUXOTUNY YenoBeKa — TakK, HEBPOTUKM, NIOAM, HAXOAALM-
ecs B Aenpeccun UM NecCUMMUCTbl UMetoT 6onee BbICOKUM
pucK pa3suTtusa CPK [1].

OCOBEHHOCTU AUATHOCTUKHU CPK

OnarHoctuka CPK y pgeTer OCHOBbIBAeTCs MNpeumy-
LWEeCTBEHHO Ha aHanuM3e CUMMTOMOB, MNpPeabsABAEHHbIX
nauMeHToM, MOCKONIbKY cneunduyeckne nabopaTopHble
TecTbl ANA MNOATBEPXKAEHMA 3TOr0 AMarHo3a OTCYTCTBY-
t0oT. OCHOBHbIM 3TanoM B YycCTaHOB/AeHWW aunarHosa CPK
ABNAOTCA TWaTeNbHbll c60p aHamHe3a u bU3MKanbHoe
o6cnepoBaHue. [lnarHo3 noatBepKAaeTcs TONbKO nocne
UCK/IOYEHUS BOCMaNUTENbHbIX, aHaTOMMYECKKX, MeTabo-
JIMYECKMX M HEOMNACTUYECKMX HapYLUEHWIN, KOTOPbIE MOIK
Obl 06BACHUTL MNpuUcyTCTBYOWME cuMnTOMbl. CPK 3Hauu-
TeNbHO BMSAET Ha NCUXOSIOrMYECKOE COCTOSIHUE U Ka4yeCcTBO
KWU3HW AeTew, Bbl3blBasg HEOOGXOAMMOCTb 4acCTbiX BM3WUTOB
B MEAMLMHCKME Y4YperaeHUs, YTO CBA3aHO C BbICOKMMM
duHaHcoBbIMKM 3aTpaTamu [1, 18].

MepBbiMKU guarHoctuyeckumn Kputepuamu CPK ctanu
KpuTepun MaHHUHIa, NpeanoxeHHble B 1978 I. h OCHOBaH-
Hble Ha CMMMNTOMax, 4Yalle BCTpeyalowmuxcs y nauueHToB
¢ CPK, 4yeM y naumeHToB C ApYrMMKU OpraHM4yecKkumu 3abo-
neBaHnAMU: 60b, XKUAKUI CTYN, YCUIEHHasa nepucTanbTmka
WM B3ayTWe xuBoTa. B npouecce passButus 3aboneBaHus
CTYN CTAHOBWACS XWAKUM, 3aTeM ycunmMBanacb nepucranb-
TUKa — U 60/1b YMeHbLanacb, B KOHEYHOM UTOre BO3HUKA-
N0 B3ayTune xumBoTa. OwyleHme HeNnoaHOro ONOPOXKHEHUA
KULWEYHWKA M Hannyune cnmsu B cTyne Oblin JONONHUTENBHO
BK/IlOYEHbl B KpUTEPUM MaHHWHIA, MOCKONIbKY 3TW CUM-
NTOMbl Yawe BcTpedyatoTcs y naumeHToB ¢ CPK. CornacHo
3TUM KPUTEPUAM, MPU HaNUYUK 4BYX U3 YETbIPEX OCHOBHbIX
CMMNTOMOB (60/b, XMAKWUI CTYN, YCUNEHWE NepUCTanbTUKK
W B3AYTHE }KMBOTA) YYBCTBUTENbHOCTb AMArHOCTUKM COCTaB-
nana 91%, a cneundunyHocte — 70%. Ecnn yymTbiBanuchb
4Ba M3 BCEX LWEeCTU CMMNTOMOB (60Mb, KUAKKUI CTyN, ycune-
HWEe NepuUCTanbTUKKM U B34YyTHUE XMBOTA, OLYLWEHWe Henon-
HOIO OMOPOXHEHWS, NPUCYTCTBUE CNN3U B CTYNE), YYBCTBU-
TeNbHOCTb BapbupoBana oT 84 o 94%, a cneundUYHOCTb
CHWanacb Ao 55%. MNMpK Hanuunm Tpex u 6onee M3 LWEeCTU
CMMMNTOMOB YYyBCTBUTENbHOCTbL cocTaBnsna or 63 o 90%,
a cneundunyHocTb yBenmuuBanacb Ao 70-93%. OgHako
JaHHble KPUTEPUM HE NO3BOASAOT pa3nnMynTb CPK ¢ 3anopom
n CPK ¢ anapeen [3].

B 1984 r. 66110 NpeanoXeHo anbTepHaTUBHOE onpene-
nenne CPK, KOTOpoe BKJOYaN0 CUMMNTOMbI, CXOXKHKE C Kpu-
TepusMn MaHHUHIa, HO TaKXe MOAYEepPKMBANO BaXHOCTb
ANUTENBbHOCTU CUMMNTOMOB, Npeanaras y4mTblBaTb UX B TeYe-
HWe AByx NneT. Kpome Toro, 66110 NPeasoKeHo UCKoYaTb
opraHuvyeckve 3aboneBaHuns NyTeM NpoBeAeHUs HopMasb-
HOro ¢W3MKanbHOro ocmMoTpa M 6a30Bbix 1abopaTopPHbIX
nccnegoBaHui, TakMX Kak OOLWMIA aHannM3 KPOBM, a TaKKe
3HAOCKOMNUYECKUX MeTogoB. OAHAKO 3T KpUTepuMM OKasa-
JIUCb CAINLWKOM CNOXHbIMU ANS NPAKTUYECKOro NPUMEHEHHUS
M MOCTENEHHO BbILWAK U3 yrnoTpebneHus [1].

B 1992 r. 6bina npeanoxeHa HoBas cMCTEMa KpUTepuen
ans guarHoctukmn CPK, nsBectHasa Kak PUMcKune kputepuu |
(ROME 1), ocHoBaHHaa Ha XxapaKTepHblx cumnTomax CPK.
OpHako B 3aToM cucTeme He 6blo pasnuyus Mexay abao-
MUHabHON 60Mbi0 U B34YTUEM XMBOTA, KOTOPbIE ABASIOTCA
KNoYeBbIMM CUMNTOMaMM AN MHOMMX NauneHToB. B ogHom
13 nccnegoBaHui, nposeaeHHom Ha 339 nauuneHTax ¢ CPK,
6blN10 YCTAHOBNIEHO, YTO YyBCTBUTENbHOCTE ROME | cocTaB-
nana 85%, a cneundnyHoctb — 71%. B nocnepywoume
roAbl Ha OCHOBE OT3bIBOB K/MHWLMUCTOB PUMCKME KpUTEpUmn
6binn 06HOBNEHbl Ao Bepcun ROME Il. B coorBeTcTBMM
C 3TON Bepcuen, ana amarHocTukn CPK Heo6xoaumo 6bIfo
Hanuyine abaoMUHaNbHOM 60N Ha MPOTAXKEHUU KaK MUHMU-
MyM 12 Hef, KoTopasi yMeHbllanacb nocne gedexkauuu,
a TaKXXe M3MEHEHMs 4acToTbl M xapaKTepa ctyna. OgHaKko
Ha TOT MOMEHT NaLMEHTbI ele He pa3aensnncb Ha NoATUNbI
B 3aBUCUMOCTM OT NpUBbIYEK aedeKaunu [1].

B 2006 r. 6bian BBeaeHbl Pumckue Kputepuu i
(ROME IlI), KoTopble kKnaccuduumposann CPK B 3aBUCUMO-
CTW OT KOHCUCTEHLMM CTyna Ha TpU noatuna: ¢ npeobnapa-
HueMm 3anopoB (CPK-3), c npeobnagaHvem avapen (CPK-1)
1 cMmelwaHHbIM TN (CPK-C), ncxoas 13 4OMUHUPYIOLLEro Tuna
CTyna BO BpeMs 3N13040B 60N. ITU KPUTEPUM CTaIN Hau-
60nee pacnpocTpaHeHHbIMU AN KIMHUYECKON ANAarHOCTUKM
CPK y neten. Ecnn pe6eHOK xanyetcs Ha abAoOMUHANbHYLO
60nb, KOTOpas yMeHbllaeTcs nocie gedexkaumu, 1 UameHe-
HWe YacTOTbl UM XapaKTepa CTyna, M Npu 3TOM OTCYTCTBYIOT
NPU3HaKKN BOCNaNUTENbHbIX, aHAaTOMUYECKNX, MeTabonnye-
CKMX MW HEOMNacTUYEeCKUX HapyLleHui, BepPosiTHeEe BCEro,
y pebeHka CPK [12]. BannaaunoHHOe uccnegoBaHue, npo-
BeJeHHOe Ha nauueHTax ¢ cumnTtomamu CPK, nokaszano,
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4YTO YyBCTBUTENbHOCTb KpuTepueB ROME Il coctaBnana
68,8%, a cneundnyHoctb — 79,5% [19].

MocnegHas Bepcua Kputepmes, ROME IV, knaccuounum-
pyeT CPK Kak ¢yHKuMoHanbHoe pacctporctBo KT, KoTo-
poe XxapaKTepu3yeTcs peunavBupyowmMM abLoMUHaNbHbIM
AncKkoMdOopTOM, BO3HMUKaOWMM Npu gedpeKaunv nim name-
HeHWM NpuBblYeK gedeKaunn. OCHOBHbIE CUMMTOMbI BKJIO-
4aloT NMOCTOSHHbIE U3MEHEHMUS, CBA3AHHbIE C HapyLeHHbIM
npoueccoMm gedeKkauuun (3anop, guapes Uan Ux KoMbuHa-
uuns), B34yTUE XMBOTa M OLLyLEHWEe MepPenoSHEHHOCTH,
KOTOpble MauUMEHT UCMNbITbIBAET Ha NPOTSHKEHUU KaK MUHM-
MyM 6 mec [3]. OgHMM U3 KNtoYeBbIX M3meHeHun B ROME IV
no cpaBHeHuio ¢ ROME Il ctano CHUXXeHWe 4acToTbl 3MM30-
[oB abgoMMHaNbHOW 601K € Tpex AHEN B MecsL, A0 OAHOro
[HS B Hefeno, 4TO OCHOBAHO Ha aHanu3de KPynHbIX Nonyns-
LUMOHHbBIX AaHHbIX MU HanpaBfeHO Ha NOBbIWEHWE YYBCTBU-
TEeNbHOCTU M cneunudUIHOCTU AMarHocTuku [20].

CBfA3b CPK, MUKPOBUOTbDI

KULWEYHUKA U CTPECCA

OCb «KMLEYHUK — MO3M NpeacTaBnseT CO60M CMOXKHYI0
M MHOroypoBHEBYLD cucTemy, BKtovawouwyo LHC u BHC,
JHC, a TaKkKe HEMPOIHAOKPUHHbIE MexaHn3Mbl. IHC, Hepea-
KO Ha3blBaemMas «BTOPbIM MO3rOM», IOKaNIM30BaHa B CTEHKE
NULEBapUTENBHOIO TPaKTa U COAEPKMUT B NATb pa3 6onblue
HEWPOHOB W raHrMEB, YEM CMIMHHOM MO3T. 3Ta aBTOHOMHas
cuctema peryavpyet ABYHanpaBfieHHYID KOMMYHUKaLMUIO
MEeXAY MUKPOBMOMOM M OCbIO «KULLEYHUK — MO3M, ob6ecne-
4yMBas KOOpPAMHALMIO MHOXKecTBa PUIMUONOTMYECKMX MpOo-
ueccos [21].

BHC nepepnaet adpdepeHTHble CUrHanbl, MNOCTynato-
e U3 npocBeTa KuweyHuka, B LULHC yepes BonokHa SHC
WM 6nyXOalWwnn HepB, Toraa Kak apdepeHTHble CUrHabl
nepepatotcs oT LIHC K cTeHKe KunweyHrKa. B npouecce aTown
nepejaynM Ha MECTHOM YPOBHE CUHTE3WPYIOTCS KJlOYeEBble
Henpomeaunatopbl, TakMe Kak TAMK, cepOoTOHWH, mMenato-
HWH, TMCTaMWUH ¥ aLLETUIXONMH. OTU MONEKYNbl UTPatoT Bax-
HYO PO/ib B perynsaunn GyHKLMMN Kak HEPBHOM CUCTEMDI, TaK
W NULWEeBapUTENbHOro TpakTa [21, 22].

CTpeccoBble GaKTopbl, @ TaKKe BOCMnanuTesbHble Npo-
ueccbl M MHOEKLMM MOTYT aKTMBMPOBATb OCb «rMnoTana-
MyC — TMNoduU3 — HaZNOYEYHWUKMK», YTO NMPMUBOAMUT K BbICBO-
6OXAEHUIO KOPTUKOTPOMUH-PUIN3UHT-TOPMOHA  (KPI),
aZlpeHOKOPTMKOTPONHOro ropmoHa (AKTIN) n KopTnudona. 31
rOPMOHbI OKa3blBalOT WHUPOKKUI cneKTp addeKToB Ha MeTa-
60113M, rOPMOHasIbHbIM 6anaHC U NOBEAEHWE, YTO MOXKET
NPMBOAMTL K HapyLUEHWIO roMeocTa3a OCHU «MO3I — KULLIEY-
HUK — MUKpOGKUOTa» U, KaK CneacTBUe, MOTOPHON AesTenNb-
HOCTM KuweyHuka [11, 23].

BaxkHyl0o ponb B nogaep:kaHum romeoctasa MUKpPOOGMO-
Tol U LHC urpatoT pasfnuyHble HenpoMeguaTopbl, Takue
KaK CepoTOHMH, COMATOCTaTUH, XONEUMCTOKMHUH U KPT,
KOTOpblE CUHTE3MPYIOTCS IHTEPOXPOMaPOUHHBIMU U AEH-
APUTHBIMU KneTKamu. KulweyHble MUKPOOGHbIE NONynsuuu
obnagatoT peuentopamu, cnoco6HbIMM BOCNPUHUMATD ONK-
ronentuabl ¥ MOHOAMMHbI, YTO OKa3blBaeT BUAHWE Ha UX
U3HeaeaTeNnbHoCTb U QyHKUMKU. JHTepoxpomadduHHble
KNETKN KWUWEYHMKa AOMNOJIHUTENBHO NPOAYLMPYIOT Cepo-
TOHWH, KOTOpbIN cTUMynupyeT MoTopuKy MKT, cekpeuwmio
U MOAYNMPYET UMMYHHbIE peakuuu [21, 23].

Hanb6onee pacnpocTpaHeHHbIMW TPaMMONOKUTENb-
HbIMWM GaKTepussMM B COCTaBe MUKPOOWUOTbI SBNAIOT-
ca BuAbl Lactobacillus w Bifidobacterium. MNomumo 6ak-
TEpUn, B MUKPOBMOTE KMULIEYHMKA MPUCYTCTBYIOT BUPYCHI,
npocTenlime MU rpubKoBble BUAbl. 3T MUKPOOPraHU3Mbl
NoAAEPKMBAIOT CUMOMOTUYECKME OTHOLUEHUS C OPraHu3-
MOM-XO3AMHOM, Urpas KAYEBYD PONb B MNOALEPHKAHMM

30POBbS KMLEYHMKa M 06Lero romeocTtasa. OHM yyacTBy-
0T B NpoLueccax NuueBapeHunsl, CUHTE3a BUTaAMUHOB, aHIMOo-
reHe3a M CO3pPEBaHUSA MMMYHHOW CUCTEMbI X03siMHa [21,
24]. Cnmu3uctan 060/04Ka KULIEYHMKA CNYXWUT Gapbepom,
3alWMLWaloWmMM TKaHW opraHnamMa OT KOHTaKTa C MWKPO-
6MOTON, 4TO MpefoTBpaLlaeT HexenaTenbHble MMMYHHbIE
peakuuu. Incb6aKkTepnos, nin HapyweHne 6anaHca MUKPO-
O61OTbI, aCCOLMUPYET C PA3BUTUEM PABNUYHbBIX KENYA0YHO-
KuLEeYHbIX paccTponcTs, BKkAtovaa CPK [21, 25]. Mpodunb
MUKPOBKUOTbI HaYMHAET aKTUBHO GOPMUPOBATHLCA NPUMEPHO
K ATV rofaM U B 3HaYUTENbHON Mepe onpeaensieTcs MUKpPo-
61oTON MaTepu.

B nccnepoBanun, npoBeaeHHom B 2017 r., 6bi10 NoKa-
3aHO0, YTO Y MbILUEN, TULEHHBIX MUKPOBUOTBI M NONYHYUBLUNX
ee ot moaen ¢ CPK-/, Habnoaanncb yCKOpPeHWe »enyaou-
HO-KMLWWEYHOro TpaH3uTa, HapyweHue 6GapbepHOn byHK-
LMW KULWEYHMKa, NOBbIWEHWE aKTUBHOCTM BPOXKAEHHOIO
MMMYHHOIO OTBETa U OTMEYanocb NoBeAeHne, HanoMUHato-
Lwee TPEBOXHOCTb Y YesoBeKa. B NpoTMBONONOXKHOCTb 3TO-
MY MbIlWK, NONYYMBLUME MUKPOOUOTY OT 340POBLIX NIOAEN,
He NPOoABASAAN TaKMX MUBMEHEHUI, YTO YKa3blBAET Ha 3HA4M-
TeNbHYO PO/lb MMKPOGMOTLI B natonorum KT [26].

CornacHo HeaaBHeW HeWpoOWONOrMYECKOW MOAenu,
CTPECCOBbIE CTUMYSIbI (CUIHabI) ONOCPEfOBAHHO Yepes BU-
AHue Ha UHC moryT Bbi3BaTb M3MeHeHus B IHC yepes aBTO-
HOMHYIO HEPBHYIO CUCTEMY M OCb «TMMOTanaMyc — runo-
$dU3 — HagnoYeYHUKN»., ITU M3MEHEHUS MOTYT MPUBECTHU
K ®U3MONOrMYECKUM HapylWweHUsaIM B KULWEYHUKE, Takum
KaK BucuepanbHas rMnepyyBCTBUMTENbHOCTb, U3MEHEHUe
cocTaBa MWKPOOMOTHI, MOBbILWEHWE MPOHULL@EMOCTU CIU-
3UCTON 060JI0OYKU, CUHAPOM ManbabCcopbLNN U HapyleHne
UMMYHHON QYHKLMKU. ITOT NpOLLECC ONUCLIBAETCS B paMKax
MOAENU «CBEPXY BHM3». B TO e BpeMs MOAeSb «CHU3Y BBEPX»
npegnonaraer, YTO CTPpeccoBble Bo3aencTeus Ha IHC, Takue
KaK KuweyHble MHOEeKLMW, BOcnaneHue cnmsncton o06o-
NIOYKM, pacTaXeHUE KNWEYHNKa, NULeBas anneprus, name-
HeHWS B MUKPOBGHOW dope 1 NoBbIWEHWE NPOHULLAEMOCTH
KWlEeYHWKa, MOryT BAuATb Ha ¢yHKuun LUIHC yepes Bere-
TaTMBHble addepeHTHbIE BONOKHA, YTO B KOHEYHOM WTOre
BeET K U3BMEHEHWIO YPOBHEN HEMpPOMEANaTOpPOB B rO0B-
HOM Mo3re [23, 27].

COBPEMEHHDLIE NOAXO0AbI K TEPANMUU CPK

KnuHnyeckne uccnepoBaHus MNOATBEPKAAIOT BarKHOE
BNMSAHWE HE6NaronpuUATHbLIX COBLITUIA, MPOUCXOASALLMX B PaH-
HeMm BO3pacTe, a TaKXXe NCUxocoumnanbHOro cTpecca Ha pas-
BMTME cumnTomoB CPK. B cBeTe 3aTux [JaHHbIX Haubonee
abPeKTUBHbIMK MeToaammn nedenns CPK npu3HaHbl Kor-
HUTUBHO-NOBeAEHYEeCKas Tepanus, TPULUKINYECKME aHTH-
nenpeccaHTbl (TUA) n cenekTMBHbIE MHTMBUTOPbLI 06paTHOro
3axBarta cepoToHunHa (CMO3C) [11, 21, 23, 27]. 3Tn meTo-
[bl OKa3blBalOT 3HA4YUTENbHOE BO3AENCTBUE Ha KIOYEBbLIE
natoreHeTuyeckme mexaHnambol CPK, cnoco6¢TBys BoccTa-
HOBJIEHUIO HOPMaNbHOM PabOoTbl OCK «MO3T — KULLIEYHUK».

[ononHuTencHble MeToAbl TEpanuu, Takne Kak AWeTH-
YyecKue BmellaTenbCcTBa, NpMMeEHeHe NPoBUOTHUKOB, crnas-
MOJIMTUKOB, PacTUTENbHbIX MpenapaToB, albTepHaTUBHbIX
METOA0B NeYeHus (Hanpumep, akynyHKTYpbl), MOTYT UCMOSb-
30BaTbCsA AN9 NOBbIWEHUS IPDEKTUBHOCTU OCHOBHOIO
nevenus. OQHaKoO, HECMOTPS Ha MX NOTEHLMaNbHYIO MOJb-
3y, TakMe MeToAbl 4acTo obecrneynBaloT N1lb BPEMEHHOE
obneryeHve cumnTomoB. OHKM TPEBYIOT y4acTUs Y3KKX cne-
LManncToB AN KOPPEKTHOMO NMaHNPOBaHKS U NPOBELEHUS,
4YTO MOXKET YBENUYUTb MPOLOIKUTENBHOCTb U CTOMMOCTb
nevyeHus [27-29].

Mpn ymepeHHbIX U TsaKenblx dopmax CPK, ocobeHHO
B Cllyyasx, Korga AEeTU BbIHYXAEHbl MPOMnycKaTb 3aHATMA



B LUKOSIE W UCMbITbIBAIOT BbIPaXKEHHYIO TPEBOXKHOCTb, MOXKET
OblTb Llenecoobpas3Ho Ha3HayeHWe aHTUAENpPecCcaHToB.
B 3aBucumocTu ot noatuna CPK pekoMeHAyeTcs Ucnosb30-
BaHWe pasfiMyHblx Knacco npenapatoB: CUO3C adpdeKTmB-
Hbl Npu CPK-3, Toraa kak TLLA npeanoytutensHbl npu CPK-/.
TaKe MHrMbUTOoPbl 06PaTHOro 3axBaTa CEPOTOHMHA U HOpa-
npeHannHa (CMO3CH) moryT HasHa4vaTbCs AN KyNMpoBaHUs
BUCLIepanbHOM 607K, YacTO BO3HMKalOLWEN Npu 3TOM 3a60-
nesaHuu [11].

Ba)XHO OTMETUTb, 4YTO Cpeau aHTUAenpeccaHToB,
0A06pPEHHbIX YNpaBneHnem Mo CaHUTapHOMY HaA30py
3a Ka4yeCcTBOM MNULLEBLIX MPOAYKTOB M MeankameHToB (FDA)
AN9 UCnonb30BaHus y nogpoctkoB B CLUA, uncnsatca Gpnyok-
CEeTWH, AYNOKCETHH M acumnTanonpam. TLLA He nmetoT ogobpe-
Hua FDA ong npuMeHeHus y oeten, oqHaKo B HEKOTOPbIX CNy-
Yyasx Bpayu MOryT Ha3HavyaTb HU3KME JO3bl aMUTPUNTUINHA,
ecnu npeanonaraemas nonb3a OT Tepanuu NpeBbIWaeT BO3-
MOXHble pucku [11, 30].

Takum 06pa30M, KOMMJIEKCHbIM NoaxoA K nedveHuto CPK,
BK/OYaloOWMN B cebs ncuxoTepaneBTUYecKne n dapma-
KOMorMyeckme MeToAbl, @ TaKKe BCnomoraTesibHble Tepa-
neBTUYECKME BMellaTenbCTBa, MO3BONAET AOOUTLCS 3Ha-
YUTENbHOMO YNYyYLWEHWUS COCTOSIHUS MauMeHToB, 0COGEHHO
B C/ly4asix BblpaxeHHbIX CUMMTOMOB W BbICOKOrO YPOBHS
ncuMxocoLmanbHoro cTpecca.

POJIb AHTUAEMNPECCAHTOB B TEPANMUU CPK

Knaccbl aHTUAENpPECCAHTOB,

ucnonb3yembix B Tepanuu CPK

CeneKTnBHblE MHIMOUTOPBLI 06PATHOrO 3axBaTa CepoTo-
HMHa (CMO3C), MHrMGUTOPbLI 06PATHOr0 3axBaTa CEPOTOHUHA
n HopaapeHanuHa (MO3CH) n TpULMKNMYECKUE aHTUAENPEC-
caHTbl (TLA) aBnat0TCS TPEMS OCHOBHbIMM KnaccamMun aHTH-
[enpeccaHToB, KOTOPbIE MOTyT MCNONb30BaTbCs HE TONbKO
ONS JIeYeHUs Jernpeccuun, HO M ana obJsieryeHus 6onen
B YKMBOTE M COMYyTCTBYIOLMX NCUXONOMMYECKMX CUMNTOMOB
y neten [31].

CeNleKTUBHbIE UHTUGUTOPDI

o6partHoro 3axsara cepotoHuHa (CUO3C)

[aHHble npenapaTtbl NpeacTaBnsioT cobon Haubonee
4aCTo Ha3Ha4YaeMylo rpynny aHTMaenpeccaHToB. MexaHuam
UX AENCTBUS 3aK/lovaeTcs B npefoTBpalleHMm obpatHoro
3axBaTa CEepOTOHMHA MyTeM CENEKTMBHOIO MHrMbupoBa-
HWS NPEeCUHaNTUYEeCKOro TpaHcnopTepa cepoToHnHa (SERT).
YBenuyeHune ypoBHsa cepoTtoHmHa B LLHC cnoco6ceTBYeT onTu-
MU3aLUKn BUCLIEPASIbHON YYBCTBUTENBHOCTHU, YCKOPSET Bpe-
MS1 MPOXOXAEHNUS COAEPKMMOTO NO KMLWEYHUKY U OKa3blBaeT
aHanbresunpylowmmn aGodeKT, YTO B KOHEYHOM UTOre CHUXKaeT
WHTEHCMBHOCTb 6onen B usoTe [11, 31].

MeTta6onmsam GnyoKceTUHa ocyuecTBnsercs
¢ yqactnem depmeHtoB CYP2D6, CYP2C9 n CYP2C19, Toraa
KaK acuuTanonpam metabonn3upyeTcs NperMyLLeCTBEHHO
yepe3 CYP2C19 un CYP3A4 [32, 33]. ®dnyoKceTnH unmeet
HU3Koe cpoacTBo K SERT, Ho ero cneumduyHocTb nNpeBocC-
XoauT TakoBylo y TUA U MHTMOGUMTOPOB MOHOAMWHOKCUAA3bI
[11]. KnuHMYyeckue wuccnenoBaHUs MNPOAEMOHCTPUPOBaU
3hdEKTUBHOCTb LiMTanonpama B ynyyweHun cumntomoB CPK
y aeten B Bo3pacte oT 4 ao 18 net. B TeyeHune nepBbix 4 Hex
Jle4eHns He Habn4anocb 3Ha4YUTENbHbIX NOGOYHbLIX 3bdeK-
TOB, OfHAKO Yy HEKOTOpbIX AeTen nocne 8-12 Hen Tepanuu
OTMeYanuCb lerkasi COHIMBOCTb M CyXOCTb BO pTy [31, 33].

UHrnéuTopbl oGpaTHOro 3axsata CepoTOHUHA

u HopagapeHanuHa (MO3CH)

EamHcTBEeHHbIM MO3CH, 0406pEeHHbIM ANS IeYEHUS FreHe-
panu30BaHHOro TPEBOXKHOIO PaccTponcTBa y AeTen B BO3-

pacTte oT 7 o 17 ner, aBnsetca aynokceTuH [30]. MpuHumn
ero AencTBUA 3aKfoyaeTcsd B MHIMOGMpoBaHMKM 06paTHOro
3axBaTa KaK CepoTOHMHa, TaK U HOpagpeHanuHa (cooTBeT-
CTBEHHO 3a cyeT 6nokupoBaHus SERT 1 o6paTHOro TpaHc-
noptepa HopagpeHanuHa (NET)), 4To BEAET K MOBbILEHUIO
YPOBHEN 060UX HEMPOMEANATOPOB B CMHANTUYECKOM LLENN
[31]. MeTabonnam AyNOKCETMHA MPOUCXOAUT MPU ydYacTuu
depmeHToB CYP2D6 1 CYP1A2, a Hann4ymne noiMmopdusmon
B 9TUX FEHax MOXET CyWeCTBEHHO BAUATb Ha KIMHUYECKYIO
3 bEKTUBHOCTb U 6e30nacHOoCTb Npenapara [34].

Tpuuuknuyeckue antuaenpeccaHtbl (TLLA)

TUA npeactaBnstoT cob60M OgHY M3 rpynmn npenapartos
NepBow JIMHUK Tepanuun ANs NeYeHns TSKeNblX 4enpeccus-
HbIX PacCTPOMCTB, OAHAKO UX UCNONb30BaHWeE Yy AeTen NoKa
He ofgo6peHo FDA. [laHHble npenapatbl AEWUCTBYIOT MyTemM
nHrnéupoBaruns SERT u/mnn NET, a TakKe nyTeM BAWUSAHUSA
Ha rMCTaMUHOBbBIE, X0NIMHEpPrMyeckme n anbdal-agpeHepru-
YecKue peuenTopbl. ITO NO3BOASET CHU3UTb MOTOPUKY KT
y nauuneHToB ¢ CPK-[, yMeHbLINTb cna3mbl M NOALEPKMBATD
YPOBEHb CEPOTOHUHA B rosloBHOM Mo3re [11].

HeKoTopble wccnegoBaHus, BKAOYas MccnegoBaHue
ATLANTIS, npogemoHcTpupoBann 3GGdEKTUBHOCTb HU3KMUX
n03 amutpuntuanHa (10-30 mr) y B3poc/biX NaLMEHTOB
¢ CPK, »n aToT npenapaT peKOMeHAyeTCs MCNonb30BaTb
KaK BTOpYo NnHUIO Tepanuu [35]. B negnaTpuyeckon npakx-
TUKE NPUMEHEHMNE aMUTPUNTUIMHA BHE MHCTPYKLMK COMpPO-
BOX/JaAeTCH }KeNaeMblM TepaneBTUY4eCcKUM 3pbEKTOM NnLb
B 50% cny4aeB, 0HaKO Npu 3TOM MOTyT BO3HWKaTb NO6GOY-
Hble IBNEHNS, TaKMe KaK rosoBHble 60K, YCTanoCTb, COHMN-
BOCTb, 3aMopbl, HApyLWeHWE 3PEHNS U TONOBOKPYKEHUE [29].

UccnepoBaHue, npoBegeHHoe B 2011 r., nokasano
OTCYTCTBME 3HAYUMMbIX yayyweHun cumntomoB CPK y geten
npY NPUMEHEHUM aMUTPUNTUAMHA, OLHAKO B APYromM peTpo-
CNEKTUBHOM MCCNefoBaHMKM, B KOTOPOM y4yacTBOBau
98 geTert ¢ QYHKUMOHANbHBIMU EeNyAoYHO-KULWEYHbIMU
paccTponcTBamu, ANUTENbHOE SeYeHUe aMUTPUNTUAMHOM
(oT 1 po 45 mec) nokasasno yny4yweHUe HaCTPOEHUS U CHMU-
eHue BblparkeHHocTn cumntomoB CPK y 75% nauueHToB.
B 10 )xe BpeMs 5% feTen npekpatunn nevyeHme n3-3a nobou-
HbIX 30 bEKTOB AAHHOI0 IeKapcTBEHHOro npenapaTa [31].

Cnenyet oTMeTUTb, 4To TLUA MMET y3KUi TepaneBTu-
YeCKWIM AnanasoH, YTO yBENMYMBAET PUCK rocnuTanuadaumm
No CPaBHEHUIO C MPUMEHEHMEM APYrUX FPynn aHTMaenpec-
CaHTOB. OTW NpenapaTbl TaKKe XapaKTepusyoTca AnnTeNb-
HbIM MepuoaoM nonyebiBeaeHns (okoso 10-50 4) u BbICO-
KOWM CTENEeHbIO CBA3bIBaHUS ¢ 6€1KaMu Nnasmbl, YTO MOXKET
B cnyyae nepeno3npoBky (10-20 mr/Kr) npeactaBnsitbh
Cepbe3Hylo yrpody Aans xu3Hu. Cpean Havbonee onacHbIX
Nno6oYHbIX adPeKToB nepeno3mpoBku TLLA cnegyeT Bblge-
NUTb CyMUMAANbHbBIE MbIC/IM U HapyLleHNe CEPAEYHOro PUT-
Ma [11, 31, 36]. MeTabonn3m aMmUTPUNTUINHA TaKKe 3aBu-
cut ot pepmeHToB CYP2D6 u CYP2C19, nonumopduamsbl
KOTOPbIX MOTYT NPUBOAWUTbL K MHAMBUAYANbHLIM Pa3inynam
B OTBETE Ha JleYeHWe U MOBbIEHHOMY PUCKY MOBGOYHbIX
addekToB [37].

MpuunHbl BapuabenbHOCTU Tepanumn

aHTUAenpeccaHTamu

Bonpoc wuHAMBMAyanbHOM BapuabenbHOCTM OTBeTa
Ha fnedvyeHuWe aHTMAenpeccaHTamMu npeacraBnseT co60Mn
3HauYUTENbHYI0 NPo6aeMy AN Bpayen, HazHa4valoWmx AaH-
Hble NeKapcTBEeHHble npenapaTbl NauueHTaM C TPEeBOX-
HbIMW paccTponcTBaMM W paenpeccuen. Ita npobrema
o6ycnoBfeHa MHOXeCTBOM (GaKTOpOB, BK/OYas BAUSAHWE
OKpyxKatowen cpeabl, GUINONOTMYECKUE M MCUXONOrMYe-
CKMe 0COBEHHOCTH, a TaKXKe reHeTUYecKytlo npegpacnosno-
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JKEHHOCTb. B 4acTHOCTW, reHeTMyeckue daKTopbl urpatot
BaXHyl0 ponb B dopmupoBaHnn dGapMaKOKMHETUHECKOro
n dapmakognHamuyeckoro npodunsa npenapatos. B cBA3K
¢ 9TMM dbapMaKoreHoMuKa, M3ydatowas BAUSHUE FTeHETUKHU
Ha OTBET OpraHvM3ama Ha JieKkapcTBa, NpeacTaBnseT cob6on
nepcrneKkTMBHOE HanpaBieHne Ans ONTUMU3aLnKn Tepanuu,
Nno3BONSAA AOCTUraTb HaUNy4LMX TepaneBTUHECKMX pe3yib-
TaToOB U MMHUMMU3UPOBATb PUCK BOBHUKHOBEHMUS NOBOYHbIX
addekToB [38].

OAHUM M3 BarKHEMLLMX acneKTos, onpeaensowmnx dap-
MaKOKUHETUKY, SBASETCA FeHEeTUYECKUin nonammopdusm
reHoB, KoAMpyloLWwmx GepmeHTbl, yyacTBylowmne B meTtabo-
NM3Me NeKapCTBEHHbIX CPEACTB, a Takke 6enKoB, OTBET-
CTBEHHbIX 3a TPAHCNOPTUPOBKY /NeKapcTB. B yacTHoCTH,
Bapuaumm B reHotune CYP (uutoxpom P450), KoTopbln
BbICTyNnaeT O4HOM M3 rNaBHbIX GEPMEHTHbIX CUCTEM, Y4ya-
CTBYIOWMUX B MeTabonM3Me MHOMKECTBa JIeKapCTBEHHbIX
CPeAcTB, MOryT CyWeEeCTBEHHO BAUATb Ha KOHLEHTpauuio
npenapaToB B KPOBU. ITM KonebaHWs MOryT, C O4HOM CTOPO-
Hbl, CHUXKaTb 3G PEKTUBHOCTb Tepanuu, a c Apyron — yBenu-
4ynBaTb PUCK Pa3BUTUSA NOBOYHBIX peaKumni [39].

[eHeTnyeckuin nonmmopdmnam B CYP MOXKET npuBOAWTL
K GOpPMUPOBaHUIO Pa3nnyHbix GeHoTMNoB MeTabonMama —
6bICcTpOro (Npenapat 6bICTPO MEeTaboN3UPYETCH, YTO MpPU-
BOAMT K CHWIKEHWMIO ero KOHLEeHTpauuu Ao cybTepaneBTu-
4YEeCKOro ypOBHS) MW MELNEHHOrO (CHUXEHHas aKTUBHOCTb
dbepMeHTOB NPUBOAMT K HAKOMNIEHMIO Npenapara v nosbille-
HWIO ero KOHLUEHTpauun A0 CBepxTepaneBTUYEeCKOro ypoB-
HS, YTO yBENMYMBAET PUCK Pa3BUTUS MOOGOYHbLIX peakuui).
B HopMme, npu OTCYyTCTBUM MyTauun, HabnogaeTca GeHoTun
3KCTEHCUBHOro metabonmMaartopa, Mpu KOTOPOM MeTabonn3m
NPOUCXOANT C HOPMasbHOM CKOPOCTbI0. ATa BapnabenbHOCTb
mMeTabonnyeckmx GeHOTUMNOB ABASETCS BaXKHbIM GaKTopoM,
OOBACHAUMM Pasdinins B aGpGeKTUBHOCTU U 6€30MacHOCTH
aHTMAEeNpPeCcCcaHToB y pasHblx nauneHToB [38].

dapmvaKoreHoMMKa aHTUAENPECCAHTOB

dapmaKoreHoMHKa npeacTaBnseT cobon obnactb Hay-
KW, 3aHMMaloLWyoCa M3YYEHUEM FEHEeTUYECKUX OCOBEHHO-
CTeN, KOTOpble MOryT CyWeEeCTBEHHO BAUSATL Ha TepaneBTU-
4YEeCKMIM OTBET Ha fleKapCTBEHHbIE NpenapaTbl. ATOT NOAX0A4
ABNSAETCS BaXKHbIM LArom Ha nyTu K NepcoHann3nmpoBaHHom
MeAMLUMHE, TaK KaK OH NO3BONSET OOBACHWUTb MHAMBUAY-
anbHble pas3nnyns B peakuuun Ha neKkapcTBa, OCHOBbIBasiCb
Ha YHWKaNbHOM reHeTMYecKoMm npodwune Kagoro nauwu-
eHTa. Takum o6pasom, papmakoreHoMuKa crnocob6eTByeT
6onee TOHHOMY OnpeaeneHnto JO3MPOBKK U NpeaoTBpaLle-
HUIO HeXenaTenbHbIX N060YHbIX addeKToB [39].

Nleyenne CPK y peten npencraBnseTr co60M CNOXHYIO
3ajady n3-3a MHOropaKTOpPHOro XxapakTepa 3aboneBaHus,
BKJIlOYatoLWLEero B ce65 NCUXonormyeckme Gaktopbl, GyHKLMO-
HanbHble noatunbl CPK, a TakXe reHeTM4yecKkue BapuaLuu
B depMeHTax, MeTaboNnU3UPYIOLNX NIEKapCTBEHHbIE cpea-
cTBa. Hanbonee 4acto npuMeHsemble MPU NeYeHUn Jet-
ckoro CPK aHTngenpeccaHTbl METAB0IU3UPYIOTCA B NeYEHU
depmeHTamum cemencta CYP450, tTakumu Kak CYP1A2,
CYP3A4, CYP2C9, CYP2D6 n CYP2C19. Cpean atux dep-
MeHToB CYP2D6 o6napaetr HauboNbllelh TreHeTU4eCcKon
BapuabenbHOCTblo, HacyuTbiBag 6onee 100 annenbHbIX
BapuaHToB, Torga Kak ans CYP2C19 usBecTHo oKkoso 30
reHeTM4eCKMX NoAMMOPGU3MOB. ITO reHeTUHECKOe pasHo-
o6pa3ne MOXeT CYLEeCTBEHHO BAUATb Ha 3OPEKTUBHOCTb
aHTMaenpeccaHToB y nauuneHToB ¢ CPK [40].

dapmMaKOKMHETUYECKME MNapameTpbl, 3aBucAline
OT FeHETUYECKUX NOAMMOPOUIMOB, UrpaloT BaXHYyl ponb
B onpeaeneHun 6e3onacHocTM n 3POEKTUBHOCTU aHTH-
AenpeccaHToB. B 3aBMCMMOCTM OT Hanu4yus onpeaeneHHbix

OAHOHYKNEOTUAHbBIX NOAMMOPDU3MOB NaLMEHTbI MOTYT 6bITb
KnaccuouumpoBaHbl Kak MeasIeHHble MeTabomM3aTtopbl (06a
annens gedeKTHble Uan yaaneHsl), ynbTpabbiCTpble MeTabo-
nns3atopbl (Hannynme HEeCKONbKMX KOMuM QYHKLMOHaNbHO-
ro reHa), NPOMeXXyToyHble MeTabonnsatopbl (OANH annenb
nedeKTHbIN) UK HopMalbHble MeTabonnsatopbl (Hanuvune
HOpManbHO QYHKLUKMOHMpPYlOWero reHa). COOTBETCTBEHHO,
KaXKAbl NaLMeHT MOXKeT No-pa3HOMY pearnpoBaTtb Ha OA4MH
W TOT Xe aHTuaenpeccaHT [41].

Heo6x0aMMO y4nTbiBaTb BAUSHWE MOAMMOPOHBIX Bapu-
auum Ha dapmMakoguMHamuyeckue napameTpbl. Ecnu reHe-
TUYECKME Bapuauuu MPUBOASAT K M3MEHEHUIO CTPYKTYpbI
peuenTopoB, C KOTOPbIMKM CBA3bIBaeTcA npenapaTt, 3To
MOXET CHU3WUTb ero TepaneBTUYeCKyl 3PDEKTUBHOCTb
M NPUBECTM K HEOBXOAMMOCTHM CMEHbI NlekapcTBa [38].

AHTMAenpeccaHTbl, MNpUMeEHsAeMble [ANS Je4YeHus
cTpecca, cBa3aHHoro ¢ CPK, okasbiBaloT cBOe [encTBue
yepe3 WHrnMbupoBaHWe O06paTHOro 3axBaTa HeEWpo-
TPaHCMUTTEPOB, TaKUX KaK CEPOTOHMH M HOPaApEeHanuH,
4YTO MOMOraeT YMEHbLWMUTb BbIPAXEHHOCTb CUMMNTOMOB.
SERT, Koaupyembih reHom SLCEA4, urpaeTt Ka4YeBYHO
ponb B 06paTHOM 3axBaTe CEPOTOHWHA U3 CUHANTUYECKON
wenu. OgHako reH SLC6A4 cyuiecTByeT B ABYX BapuaH-
Tax — KOPOTKMM (S) n ANUHHBLIK (L) annenu. MNauuneHTsbl
C reHoTMNoOM S/S XxapaKTepu3ylTCH CHUMKEHHOW aKcnpec-
cuen SERT , 4To NpUBOAMUT K HapyLleHUO 6anaHca yPOBHS
CepoTOHMHA B MO3re W, KaKk cnefcTeue, K AenpeccuBHbIM
cumntomaM. N3-3a yMEHbLWEHHOMO YnCNa aKTUBHbIX y4acT-
KoB cBfA3biBaHUA CMO3C He moryT adpdeKTMBHO B3aUMO-
nenctBoBaTb ¢ SERT, akcnpeccuMpoBaHHbIMU C KOPOTKMUX
annenew, 4To genaet UX NMPUMEHEHWE B TaKUX Cclyyasax
HeahPeKTUBHBbIM. B NogOGHbLIX CUTyaLUsax 6onee Leneco-
o6pasHblM BGyaeT nepexoi Ha aHTUAenpeccaHTbl APpYrux
KnaccoB, Takne Kak MO3CH wnn TUA. Monumopduambl
B reHax SLC6A2 (koaupyeT NET) mnu SLC6A3 (koaupyeT
TpaHcnopTep godpamuHa (DAT)) TaKKe MOryT CyLEeCTBEHHO
BAUATb HA MexaHn3m aencTeusa npenapartos [38, 42, 43].

HecmoTpsi Ha Hanuyne 3Ha4uTEeNbHOro 06beMa MHbOoP-
MaLMK O FEHETUYECKUX BapMaLMax U UX BAUSHUKM Ha dap-
MaKOKMHETUKY W dapmaKoguHaMWKYy npenapatoB, reHe-
TUYECKOe TEeCTMpOBaHWE pPefko NPUMEHsEeTCH B AETCKOM
M NOAPOCTKOBOM ncuxuatpuu. Monumopduambl B reHax,
KOAMPYOWNX pepmMeHThbl, MeTabonnaupyiolme NeKapcTBeH-
Hble CpeAcTBa, CO34aloT Cepbe3Hble 3aTPYAHEHUS AN Mean-
LMHCKMUX PabOTHMKOB Npu Bbl6Oope ONTUManbHOW A03M-
POBKM W TUNa aHTuAenpeccaHTta. B peaynbrate nauueHTbl
4acTo MpeKpalalT NedvyeHne npu nosBAEHUM MOBGOYHbIX
apPeKToB UM HepocTaTodHOW 3DDEKTUBHOCTU npenapa-
Ta. [locTosiHHas cMeHa NleKapcTB CTaHOBUTCA MCTOYHMKOM
dpycTpaumn Ang naumeHToB, NPUBOAWUT K 3HaYUTENbHbIM
BPEMEHHBIM M GMHAHCOBbLIM 3aTpaTam U HepeaKo BleveT
3a co60M OTKas oT fievyeHus [44].

CoBpeMeHHble Npo6aeMbl Tepanuu

aHTugenpeccaHtamu CPKy pneten

CornacHo pAaHHbIM LleHTpa @YHKUMOHANbHBIX Xeny-
[IO4HO-KWLIEYHbIX PACCTPONCTB W HapyLIEHUH MOTOPMKM
npu YuuBepcutete CeBepHon KaponuHbl, 67% NoapoCTKOB
¢ CPK He o6palatotca 3a MeauLMHCKOM nomollbio. Cpeam
TeX, KTO BCe e 06pallaeTcs 3a KOHCYNbTalunen, 3Ha4YmTeNb-
Has YyacTb NALUMEHTOB OTPULLAET BAUSHUE CTPECCa Ha Pa3BHU-
THe 3a60N1eBaHUI KeNnya0YHO-KMLWEYHOro TpaKTa U OTKa3bl-
BaeTcs OT Npuema aHTuaenpeccaHToB. [py aTOM pelleHne
0 Ha3Ha4YeHWU NEeKaAPCTBEHHbIX NpenapaToB MpuUHUMAaETCH,
Kak npaBuio, poautenamu. NpeaynpexaeHme Ha ynakoBKax
aHTMAENPeccaHTOB O BO3MOXHOM MOBbILUIEHHOM PUCKE CyM-
LMAaNbHOrO NOBEEHMA BbI3bIBAET Y POAUTENEN OMaceHus



OTHOCWUTENbHO MCNONb30BaHWA 3TUX NpenapatoB B neaua-
Tpuyeckomn npakTuke [11, 31].

AbPEKTUBHOCTb aHTUAENPECCAHTOB BapbupyeT y pas-
HbIX MaUMEHTOB, YTO CBSI3aHO C MHOXeCTBOM (aKTOpOB,
BK/tO4aa Bo3pacT, nos, GM3MONOrMYecKne U OKpyKato-
LMe ycnoBMSl, a TaKXKe FeHeTUYEeCKYyl NnpeapacrnonoxeH-
HOCTb. leHeTUYecKne NoNMMopPU3Mbl B reHax GpepMeHTOB,
MeTaboNU3NPYIOLLMX IEKApPCTBEHHbIE CPeACTBa, OKa3bliBa-
0T BAMSIHME Ha dapMaKOKMHETUKY M dapMaKkoauHaMUKy
aHTMAEeNnpPeccaHToB, YTO MPUBOAMUT K Pa3/MYHbIM YPOBHAM
9KCMO3ULMK NpenapaTta y nauneHToB, NPUHUMAIOLWKUX OAM-
HaKoByto no3y [11, 30, 31, 42, 45, 46].

B3anmogencrene Mexay KWWEYHUKOM U  MO3rom,
M3BECTHOE KaK OCb «KUWEYHUK — MO3M, OKa3blBaeT cylle-
CTBEHHOE B/MSIHWE Ha COCTOSIHME 340POBbS. AKTMBAUMSA
runoTanamo-runodusapHo-HaANO4eYHUKOBOM OCHU MOXKET
BbI3blBaTb MULLEBYID HENEPEHOCUMMOCTb BCEACTBUE BUC-
LepanbHOM rMNepyyBCTBUTENBHOCTH, peLuanMBupytowme
MHbEKUMM K3-3a aucbanaHca MUKPODNOPbl KULWEYHMKA,
a TaKXXe MCUXO0N0rMYeCcKUe paccTponcTBa, Takne Kak Tpe-
BOra M Aenpeccus, Kotopble MOryT OblTb CBA3aHbl C MOHW-
YKEHHbIM YPOBHEM CEPOTOHWHA. XOTS MPUMEHEHWE aHTU-
[enpeccaHToB AEeMOHCTPUPYET HEKOTOPYO 3PDEKTUBHOCTD
B nevyeHnn cumntomMoB CPK y B3pocCbix NauneHToB, B neau-
aTpMYEeCKOM MpaKTUKe MoKa He NnofyyeHo ybeauTenbHbIX
[oKasaTeNbCTB MX NoNb3bl [47].

OrpaHM4YeHHOCTb AaHHbIX KAMHUYECKUX MUCCnefoBaHuim
no MPUMEHEHUIO aHTMAENPECCaHTOB y AeTew obycnosne-
Ha ABYMS OCHOBHbIMWM daKTopamu. Bo-nepBbiX, HEOAHO-
POAHOCTb AM3aiHa UCCNefoBaHUM U pasnnyme nepBUYHbIX
KOHEYHbIX TOYEK 3aTPyAHSAIOT BOCNPOU3BEAEHNE pedynbTa-
TOB W yBeNMYMBalOT BapuabenbHOCTb Cpelu yH4aCTHWMKOB.
Bo-BTOpbIX, M3-3a Cepbe3HbIX MNOBOYHbLIX IDDEKTOB U Npesa-
ynpexaeHuin 0 BO3MOXHbIX PUCKaX MHOTME poauTEeNn OTKa-
3blBAlOTCA y4acCTBOBaTb B KAMHWYECKUX MCCNEAOBaHUSX,
BK/IOYAIOLWMX UCNONb30BaHWE aHTUAENPECCAHTOB Yy AeTen
[11, 31].

CPK cywWwecTBEHHO CHWXKaeT KavyeCTBO XW3HU pebeH-
Ka, Bbl3blBag CcTpax nepea BO3MOMHbIMU 06OCTPEHU-
MM, YTO MNPUBOAMT K MPOMyCKaM LWKOMNbHbLIX 3aHATUM.
[unarHocTuKa n neyeHrne 4yacto CONPOBOXKAAOTCS Ha3Ha4ve-
HMEM HEHYXHbIX MEAMKaMEHTOB, TaKMX KakK aHTUOUOTUKMK
ONS NIeYEeHUs KeNyAoYHO-KULEYHbIX MHOEKUMI, M npoBe-
JEHVEM WHBaA3MBHbIX Mpoueayp, BKAOYas 3HAOCKOMMUIO,
KOTOHOCKOMUIO U aHann3bl KPOBWU. XPOHUYECKME 3NU304bl
CPK 1 nx ne4yeHune CTaHOBATCH MCTOYHUKOM AOMOSHUTENBHO-
ro cTpecca Ans CeMbM, OKa3blBas Kak IMOLMOHaNbHOE, TaK
n GuHaHCOBOE BO3LENCTBMUE, MOCKONbKY AN UCKIOYEHMS
OWKMBOYHOro gMarHosa yacTto TpebyeTcs y4yacTne HEeCKosb-
Kux cneumanuctos [11, 27, 48].

9¢dPeKTMBHOCTb HEKOTOPbIX aHTUAENPECCAHTOB

B Tepanuu CPK y peten

Uutanonpam npeactaBnsetr co6on CMO3C, KoTopbin
MOXET CHM3UTb BbIPaXeHHOCTb cumnTomoB CPK 3a cyet
YBENYEHNS YPOBHSA CEPOTOHMHA. BaXHO OTMETUTb, YTO faH-
HbIM NpenapaTt OKa3blBaeT pa3iM4yHOe BAUSHUE HA MOTOPU-
Ky KMLIEeYHMKa B 3aBucumMocTH oT Tuna CPK. Tak, y nauneH-
T0B ¢ CPK-[I uMtanonpam CHWXaeT MOTOPUKY KMLEYHMKA,
Torga Kak y nauueHtoB ¢ CPK-3, Hao6opoT, cnoco6CTBYeT
ee yBenunyeHuio [49].

B ogHOM M3 uccnegoBaHui Oblna NpoBeAeHa CpaBHM-
TenbHas oleHKa adPEeKTUBHOCTH uuTanonpama 1 nnaueoo.
Ha HavyanbHOM 3Tane uccnefoBaHus 60/eBble NoOKasaTenu
B rpynne, nosnyyaslen uuTanonpam, 1 B rpynne nnaue6o
Obl/IN NPAKTUYECKN MAEHTUYHbI: 3,8 + 0,8 1 3,6 = 0,8 cooT-
BETCTBEHHO. OAHaKO No 3aBepLlueHnn 12-HeaeNbHOro Kypca

neyeHns 6bI10 OTMEYEHO CHUXEHWE 60NeBbIX MOKa3aTenen
no 1,84 + 1,56 B rpynne umtanonpama u go 1,44 + 1,5
B rpynne nnawue6o. HecMoTps Ha yMeHblLeHne 601 B 06eunx
rpynnax, CTaTUCTUYECKM 3HAYUMbIX PA3INYUIN MEXAY HUMKU
BbIIB/IEHO He 6bino [50]. B atoi cBA3K TpebyeTcs npoBe-
AeHWe [OMONHUTENbHbIX PAHAOMW3UPOBAHHbLIX KOHTPOSM-
pyeMblXx uccnefoBaHUM C y4acTuem 60see MHOro4YMcieH-
HbIX BbIBOPOK, YTO6bl OOGbEKTUBHO OLLEEHUTb 3P PEKTUBHOCTD
umMtanonpama y aeten ¢ CPK.

AMUTPUNTUINH, OTHOCSALWMIKCS K rpynne TUA, nonyymn
ofobperHne FDA ang npumMeHeHus npu GYyHKUMOHaNbHOM
abaoMUHanbHOM 60K Yy B3POCAbIX. Y AeTeN OH He ogo6peH
FDA, ogHaKO B HEKOTOPbIX CAy4asx Bpaiu MOryT Ha3HadvaTb
HU3KKWE A03bl aMUTPUNTUAMHA, ECNIM Npegnonaraemas nosb-
3a 0T Tepanuu NpeBbllWaeT BO3MOXHble pucku [11, 30].

MexaH13M AeNCTBUSA aMUTPUNTUAMHA NPKU abadoOMUHaNb-
HOM 601K CBSI3aH C €ro aHTMHOLMLENTUBHBIMW CBOMCTBAMM,
KOTOpble CHUXalT 60MeBOM NOpOr 4yepes BO3AeNCTBUE
KaK Ha nepudepuyeckue, Tak U Ha LeHTpanbHble 60neBble
nytv [1, 51, 52].

B nnaue60-KOHTPOAMPYEMOM UCCIEA0BaHNK, MPOBEAEH-
HOM Ha 90 paeTsix, 6bI10 YCTAHOBEHO, YTO cpeaHun Gone-
BOW NMoKa3aTenb [0 Ha4vana neyeHus coctasnan 16,7 = 7,3
B rpynne amutpuntunnHa u 13,9 £ 5,5 B rpynne nnaue6o
(p < 0,0001). Nocne 3aBepLIEHNS TeYEHUS 3TU MOKa3aTe-
NN CHU3uAucb o 6,1 + 59 1 11,5 + 5,9 cooTBETCTBEHHO
(p <0,0001). Mepuoa Nnpuema aMUTPUNTUAMHA B UCCeno-
BaHUKM coctaBun 12 Hea. NNomMmMMoO 3Toro, AaHHOe uccne-
JOBaHWe MOoKas3ano yayylleHWe KayvecTBa XWU3HWU y aeTen,
NPUHUMABLUMX aMUTPUNTUAKUH. TaK, Ha4YanbHble NOKasaTenu
KayecTBa W3HW cocTaBasam 2,7 + 1,9 B rpynne amu-
TpunTuarMHa 1 2,6 + 1,7 B rpynne nnaue6o. MNocne 3aBep-
WEeHNs nevyeHns Habnganocb 3HaYMTENbHOE Yyay4ylweHue
KayecTBa MW3HWM B rpynne amutpuntuianHa (2,3 = 1,6),
TorAa Kak B rpynne nnauebo 3TOT MoKasaTteflb CHU3WCA
no 0,9 £ 1,6 [51].

B apyrom uccnegoBaHuM, MPOBEAEHHOM  cpe-
an 168 peten, NPUHUMABLLUMX aMUTPUNTUAWH B TeYeHue
8 Hea, 6bI10 MOKa3aHo, 4YTo nocse npuema aMUTPUNTUANHA
y 59% Yy4YaCTHMKOB 3HA4YMTENbHO YNyyllanoCb CaMOYyB-
cTBME, B TO Bpems KaK 4% OTMEeTUNN yXyAlWeEeHNE COCTOSHUS.
B rpynne nnaue6o ynyyweHue Habnoganocb y 53% aeten,
yxyawexve —y 2% [52].

[aHHble 3TUX UCCNeoBaHMM yKa3blBalOT Ha TO, YTO aMu-
TPUNTUAKUH MOXKET 3PDEKTUBHO CHUXKaTb BblPaXKEHHOCTb
60neBoro cuHapoma y nauneHtos ¢ CPK.

B paHZOMM3MPOBAHHOM KOHTPONMPYEMOM UCCNEA0BAHNH,
NPOBEAEHHOM C yqacTvem 33 AeBYLIEK-NOAPOCTKOB, KOTOPbIM
Ha3HavYann aMUTPUNTUAKH B Ao3npoBKe 10—30 mr/cyT, 6b110
YCTAHOBNEHO 3HAYUTENbHOE Y/yYLEHWE KayeCTBa XU3HM.
MMoMKMMO 3TOro, y4acTHULbI UCCNefOBaHUSA OTMETUAN YMEHb-
LeHMe YacTOoTbl ANN3040B Anapeu, cesizaHHom ¢ CPK, 1 CHuKe-
HWEe MHTEHCUBHOCTM abOMWHaNbLHOW 605K, JoNONHUTENbHbIE
JaHHble 06 3PDEKTUBHOCTU aMUTPUNTUIIMHA ObIN NOSTYYEHDI
B APYroM paHLOMW3MPOBAHHOM KOHTPOMMPYEMOM WUCCNeao-
BaHWK, nNpoBeaeHHoM cpean aeten ¢ CPK. B atom uccne-
JOBaHUM Ha MPOTSKEHUM 8 Held U3yyvanocb BAWSHUE Tpex
pas3nnyHbIX O3 aMUTPUNTUAMHA Ha CaMOYyBCTBME MaLMeH-
ToB. Pesynbratbl NPOAEMOHCTPUPOBANMU, YTO NPUMEHeHUEe
AMUTPUNTUIIMHA MPUBOAMT K YNYYWEHWUIO KayecTBa KWU3HU
N CHUMKEHMIO 60N1EeBbIX CUMNTOMOB Y AeTen [53].

POJIb NTPOEUOTUKOB B TEPANUWMU CPK Y [IETEH

VSL#3

VSL#3 npeactaBnser cobor KOMMEKC MPO6MOTUKOB,
COCTOSILMI U3 UBbIX TMOPUIU3UPOBAHHbBIX GaKTEPUH, NPO-
AYLIMPYIOLLMX MOJIOYHYIO KMCNOTY, C O6LLEeN KOHLEHTpauuewn
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450 mnpn 6aKkTepui B 0ogHOM calwe. B cocTaB gaHHOro
KOMMNeKca BXOAAT BOCEMb Pa3fiMyHbIX LUTAaMMOB MWKPO-
opraHuamoB: Bifidobacterium breve, Bifidobacterium
longum, Bifidobacterium infantis, Lactobacillus acidophilus,
Lactobacillus plantarum, Lactobacillus casei, Lactobacillus
bulgaricus n Streptococcus thermophilus [54].

B xope npoBeaeHHOro vccnefoBaHus Oblna OLeHeHa
3dbeKTMBHOCTL VSL#3 no cpaBHEHWIO C Nnauebo B CHMU-
KEHUW BbIPAXXEHHOCTM CMMNTOMOB Yy nauueHToB ¢ CPK.
Ha HavanbHOM 3Tane cpefHss oLueHKa cMMMNTOMOB B obe-
ux rpynnax 6bin1a UMAeHTUYHOW u cocTtaBnsna 4,1 + 0,22
B rpynne, nojy4aBluien npobuotuk, n 4,1 £ 1,7 B rpynne
nnaue6o. MNocne 6 Hea Tepanuu NokasaTenu 3Ha4YUTENbHO
nameHunuco: B rpynne VSL#3 Habnoganocb CylecTBEH-
HOEe CHWXEeHWe OLEeHKM cumntomoB — pao 2,2 + 0,29,
B TO BpeMs KaK B rpynne nnaueb6o aToT noKasaTesb cocTa-
Bun 3,06 + 0,35 [55].

Takum o6pasom, VSL#3 npoaemMoHCTpMpoBan 3Hauu-
TeNlbHOE MPEUMYLLECTBO B CHUXKEHWU BbIPAXKEHHOCTU CUM-
nTomoB CPK no cpaBHeHwMto ¢ nnavuebo.

Oco6oe BHMMaHWe B uccnefoBaHuK yaeneHo abaomu-
HaNbHOM 6011 KaK 0gHOMY M3 KJloYeBbIX cumnTomoB CPK.
McxoaHble oueHKkM 6o0nmn coctaBnsanm 2,12 = 0,2 B rpynne
VSL#3 1 1,9 + 0,18 B rpynne nnaue6o. Mo npolecTsun
6 Hepn Tepanuu nokasatenn 6onu cHusmnmucb go 1,09 +
0,13 B rpynne, nonyyaBwen VSL#3, u po 1,46 = 0,13
B rpynne nnaue6o. Takke B 3TOM nccnefoBaHuun 6bina npo-
aHanM3npoBaHa AMHaMMKa MoKasaTtefien B34yTUS KUBOTa.
McxoaHble oueHKM B34y Tus coctaBnsanu 2,4 + 0,18 B rpynne
VSL#3 1 2,1 £ 0,2 B rpynne nnaue6o. Cnycta 6 Hea npuema
VSL#3 nokasatenb B3ayTus cHmuauncsa go 1,05 + 0,14, Tor-
[la KaK B rpynne nnaue6o oH coctaBun 1,6 + 0,2 [55]. 3n
peaynbTatbl CBUMAETENbCTBYIOT O 3HayuTenbHoM abdeKTe
VSL#3 B CHWXXEHWW BbIPaXEHHOCTU 6GONEeBOro cuUHApPoOMa
W yMeHbLEHWM B34YTHS KMBOTA Yy NaumeHToB ¢ CPK.

Bacillus coagulans Unique IS2

B nccnepoBaHuu 6bina npoBefeHa oueHKa addeKTuB-
HocTu Bacillus coagulans Unique IS2 no cpaBHeHUto ¢ nna-
Le60. HavyanbHble NoKasaTenn 60/u B rpynne, noayvyasLllen
Bacillus coagulans Unique IS2, coctansann 3,8 = 0,55,
a B rpynne nnaue6o — 3,7 + 0,49. B paHHOM uccnegosa-
HUM ncnonb3oBanacb 1l1-6annbHasa WkKana JlankepTta, rae
0 cooTBeTCTBYET OTCYTCTBMIO yayyweHun, a 10 — maKcu-
ManbHOMY ynydweHuto [55]. Mocne 8 Hen Tepanuu Nokasa-
Tenn 6011 3HaYUTENBHO YNYYLIMAKCE: B Fpynne, NonyyasLluen
npPo6UOTHUK, OLEHKa 601 yBenuyunacb no 7,62 + 0,98,
B TO BpeMsi Kak B rpynne nnauebo oOHa cocTaBuna
4,23+ 1,40 (p <0,001) [55].

Lactobacillus rhamnosus GG (LGG)

Lactobacillus rhamnosus GG (LGG) 6bin1 uccnenoBaH
Ha npeameT ero addEeKTUBHOCTU B CHUXKEHUW 6GONeBOoro
cuHgpomMa y naumeHtoB ¢ CPK. B Havane uccnenoBaHus
MHTEHCUBHOCTb 6011 B 06eunx rpynnax Oblia oAUHaKOBOWM
n coctaBnsna 4,3 = 1,8. Nocne 12 Hep Tepanuu UHTEHCUB-
HOCTb 601K cHM3Mnachk Ao 2,3 + 1,3 B rpynne, nosy4aBLien
LGG, n no 3,4 = 2,1 B rpynne nnaue60. Takum o6pasom, LGG
oKagancs apbEeKTUBHbIM B YMEHbLUEHUN 6ONEBOr0 CUHAPO-
Ma y naumeHToB ¢ CPK [56].

POJib PACTUTEJ/IbHbIX KOMMOHEHTOB

B TEPAINWM CPK Y AETEW

Meunnuym

Mcunnmym (BONIOKHO, Mosly4aeMoe M3 060/I04KKU CEMSIH
noAOpPOXHUKa 6nowHoro (Plantago ovata)), NnpUMeHseMbIn
BHYTPb (per 0S), npeacTaBnseT cobon abdeKTUBHOE cpel-

CTBO AN neyerns CPK 6narogaps €ro cnoCo6HOCTH YAEPKM-
BaTb BOAY, YTO NPUBOAWT K YBENIMYEHUIO O6bEMA U CMArye-
HWIO cTyna. Kpome TOro, AaHHbIM pacTUTENbHbIA KOMMOHEHT
nposiBASET NPEBGUOTUYECKME CBOMCTBA M OKa3blBaeT MMMY-
HOMOAYAMUpYloLLEE AENCTBUE, HYTO TaKKe CNoCcCOo6CTBYET ero
TepaneBTuyeckomy adpodekTy [1, 57]. B oaHOM 13 nccnepo-
BaHWM Oblna ndyvyeHa adbeKTUBHOCTb NCUITMYMa B Tepanuu
CPK ¢ 1MCnonb30BaHMWEM LWKaNbl OLLEHKKU TAXKECTU CUHAPO-
Ma pasapaxeHHoro kuweyHuka (IBS-SSS). Ha HavyanbHOM
3Tane ne4vyeHuss cpeaHue 3HadveHus IBS-SSS B rpynne,
nonyyaBlwen ncunnanym, coctaBnanu 265,976 = 84,60,
a B rpynne nnaue6o — 289,35 + 68,41. lNocne 3aBepuie-
HMS Kypca nevyeHuns Habn4anocb 3Ha4YMTEIbHOE CHUXKEHNE
3TUX NOKazaTenew: B rpynne ncunnnyma ao 102,31 + 94,77
(p=0,048), B TO BpemMa KaK B rpynne nnauebo CHWKe-
HWe OblI0 MeHee BblpaxeHHbIM — o 225,161 + 106,54
(p =0,00) [57].

OTaenbHoe BHMMaHWe B uccnefoBaHum yaeneHo yactote
BO3HUKHOBEHMSA 601€BOro cMHapoma. Ha McxoaHoM ypoBHe
4yacToTa BO3HWKHOBEHWMS 6ONEBOro cMHApoma 6blna CXo-
ew B 06eunx rpynnax: 16,68 + 1,657 B rpynne ncuanvyma
n 15,02 + 1,9 B rpynne nnaue6o. OaHaKo nocne neyveHus
B rpynne, nonyyaslen NCUAIMYM, Habnganocb 3Hayu-
TeNlbHOE CHUXEHME YacTOTbl BOBHUKHOBEHMS 601€BOM0 CHH-
npoma — go 8,4 + 1,893, Toraa Kak B rpynne naaue6o aToT
nokasartenb coctaBun 11,24 + 1,65 [58].

9TU AaHHble y6eanTenbHO CBMAETENLCTBYIOT 06 adbdeK-
TUBHOCTU MNCUIMYMA B CHUMKEHUU TAXKECTU CUMMNTOMOB
M YacTOTbl BO3HWMKHOBEHMS 60NEBOro CUHApPOMa Yy AeTen
C CMHAPOMOM pasaparKEHHOro KULeYHMKa.

Macno MaTbl nepeyHomn

Macno MATbl NepeyHom ABASETCA BaXKHbIM TepanesTuye-
CKMUM CpPeACTBOM, KOTOPOE M3roTaB/MBaETCs NOCPELCTBOM
napoBoOV AUCTUANALMKN CBEXMX NNCTbeB MATbl. OHO JaBHO
M3BECTHO CBOMMW CBOMCTBAMM, NO3BONSIOLLMMK OBNErYnTb
abaomMuHanbHbIM guckomobopT. OCHOBHOE aKTUBHOE Belle-
CTBO 3TOro macna, |-MeHTon, AeNCTBYET Yepe3 HECKObKO
MeXaHW3MOB, YTO CNOCOBCTBYET YMEHbLWEHUIO 60U B XKNBO-
Te. B 4yacTHOCTM, Macno MATbl NepevyHon QGYyHKLMOHMPYET
KaK 6/10KaTop KaflbLMEBbLIX KaHaNoB rMajgKon MyCcKynaTypbl,
4YTO MPMBOAWUT K 3HAYUTENbHOMY CHUXEHWIO aMnauTyabl
M 4acTOTbl MblLLEYHbIX COKpaLLeHMH [1].

POJIb KOPPEKTOPOB MOTOPHOM

AEATE/NIbHOCTU NULEBAPUTEJIBHOIO TPAKTA

B TEPAINWM CPK Y [IETE#

TpumMebyTHH npeacTaBnsaeT cob0n aroHUCT ONMOUOHbIX
peLenTopoB, AeNCTBYIOWUIK Ha nepudepuyeckne & (aenb-
Ta), 4 (MIo0), x (Kanna) u & (aenbTa) onNMoOMaHbIE PeLenTopbl.
MexaHn3M ero 4encTBMS OCHOBaAH Ha CNOCOBGHOCTU MoAy-
NMpoBaTb BbICBOOOXKAEHWE Ba30aKTUBHOIMO MHTECTUHAb-
Horo nentmuaa (VIP), racTpuHa v rnokaroHa. Kpome Ttoro,
TPUMEBYTUH CTUMYNMPYET BblaeNeHNne MOTUIMHA, KOTOPbIN
UrpaeT KNYEBYIO PONb B aKTUBU3ALMN MOTOPUKK Kenya-
Ka M TOHKOWM KMLWKW, a TaKxe TOPMO3WUT pas3BUTUE BOC-
nanuTenbHOW peaxkuun 4depesd moaynsauuio toll-nogo6HbIX
peuentopoB [59].

B opgHOM K3 uccnegoBaHWW, MNpoBeAEHHOM cpeau
78 pneten, cTpagaowmnx CPK, 6bia ycTaHOBNieHa 3Ha4u-
TenbHaa 3PpOdEKTUBHOCTbL TpUMebyTMHa MO CpPaBHEHUIO
C rpynnou, He nojyyaBllen neyeHus. Y geten, nosayvyaBlumx
TPUMEOBYTUH, KIMHMYECKOE BbI3AOPOBAEHUE Habnohanocb
3HAYMTENbHO Yallle MO CPaBHEHUIO C TEMMU, Y KOTO ynydlleHne
NPOMCXOAMN0 CNOHTaHHO (p < 0,0001). BaKHO OTMETUTB,
4TO B XOf€ AAHHOro UccnefoBaHmsa He 6bI10 3adpUKCUpoBa-
HO NOB6OYHbIX 3G PEKTOB.



B pononHeHue K nNepevynciieHHOMYy TpuUMeObyTuH
ob6nagaet aHTUMYCKapuHOBbIM AaenctBuem [1, 60, 61].
B uccnegoBaHun, nposegeHHom B Typuuu, usy4danacb
3O PEKTUBHOCTL TPUMEBYTUHA Y MOAPOCTKOB C AMarHO30M
CPK. B BbI6OpKY uccnegoBaHus Bownu 184 nauuneHTa
B Bo3pacTe oT 4 Ao 18 neT, y KOTopbIX Obln NMOATBEPHK-
neH anarHo3 CPK. PeaynbraTtbl MoKasanu, 4To B rpynne,
nony4yaslen TpumMebyTUH, Habnhanocb 3HaYUTENbHOE
yMeHblUeHWe cMMNTOMOB, oxBaTuBwee 94,9% y4aCTHUKOB.
B 10 e Bpems B rpynne, nojiyyaBlen nnayebo, ynydwe-
HWe Habntoaanochb NUWb y 20,5% nauneHToB. 3TU AaHHble
CBUAETENbCTBYIOT O BbICOKOM 3PPEKTUBHOCTU TPpUMeEOLY-
TUHa B CHWXXEHWW BblpaxkeHHoCcTn cumntomoB CPK y nog-
pocTKoB [53].

3AK/IIOYEHHME

CPKy neten npeacraBnseT co6oi CNoXKHOoe n MHorodakx-
TOpHOe 3aboneBaHue, Tpebytowee MynbTUANCLUNINHAPHO-
ro nogxofa K AMarHoOCTUKEe M nedveHuto. B gaHHoM o63o0pe
paccMOTpeHbl KitoYeBble acnekTbl natodusnonoruu, ava-
FHOCTUKM U COBPEMEHHbIX MeToAoB nedyerHns CPK y geten
€ 0Cco6bIM aKLEeHTOM Ha dapMakoTepanuto, MCNonb3oBaHue
NPOGUOTUKOB M PacTUTENbHbIX KOMMOHEHTOB.

lMoHMMaHWe MexaHW3MOB, Nexallnx B OCHOBE pa3Bu-
M CPK, Taknx KaKk HapylleHUs B OCU «KULWEYHWK — MO3D,
ancbanaHCc MUKPOOMOTbI KULIEYHUKA W BAUSHUE MCUXO-
couManbHOro cTpecca, WMMeeT KlYeBOe 3HayeHue
ana paspaboTtkn 3GDEKTUBHLIX TepaneBTUYECKUX CTpa-
Tern. dapmakonorMyeckne MeToAbl nedvyeHus, BKo4as
npPUMEHeHWe aHTnAenpPeccaHToB, CNa3MONUTUKOB U NPO6U-
OTWMKOB, AEMOHCTPUPYIOT 3HAYUTENbHbIN NOTEHLMAN B yNpaBs-
nexHun cumntomamu CPK. OgHako MHAMBMAYaNbHble Bapua-
LMK oTBEeTa Ha Tepanwuto, 06yCNOBNEHHbIE FeHETUYECKUMU
dpaKkTopamu, ocTaloTCs cCepbe3HOM NPobaeMon, TpebyloLlemn
JanbHENIero n3y4yeHns v BHeAPEHNUS NepCoHanM3npoBaH-
HbIX MOAXOA0B K NeYeHuio.

Ocobytlo BaXKHOCTb NpeAcTaBAseT poib MNPOBGUOTUKOB,
Taknx Kak VSL#3 u Bacillus coagulans, B nogaepaHuu
romMeocTtasa MWUKPOOGMOTbI U CHUMKEHUM cumnTomoB CPK.
[aHHble uccnegoBaHMa NMoKasbiBalOT, 4TO 3TV Mpenaparthbl
MOFYT 3HAYUTENbHO YNYYLWNTb KAa4eCTBO XU3HU NaLMUEHTOB,
CHUXas BbIpaEHHOCTb 60MEBOro0 CMHAPOMA W yMeHbluas
B3JyTHe XMBOTa. BKNoYeHne pacTuTenbHbIX KOMMNOHEHTOB,
TaKMUX KaK NCUAIMYM M Maco MSATbl NePeYHON, B KOMMIEKC-
Hoe neyveHne CPK TaKe MOXeT cnocob6CcTBOBaTb YMEHbLIE-
HUIO CUMNTOMATUKK 3@ CHET UX NPEBUOTUYECKUX U aHTUMY-
CKapMHOBbIX CBOMCTB.

TeM He MeHee, HECMOTPS Ha AOCTUXKEHWS B Tepanuu
CPK, ocTaeTtcsl Heo6Xx0AMMOCTb B MNPOBELEHUMU AOMONHM-
TeNbHbIX PaHLOMW3UMPOBAHHbLIX KOHTPOAMPYEMBIX MCCNedo-
BaHWM, HanpaB/eHHbIX Ha OLEHKY 3OPEKTUBHOCTU pasnny-
HbIX TepaneBTUYECKMX NOAX0A0B, OCO6EHHO Y AeTen. BaxkHo
TaK¥Xe y4nTbiBaTb MCUXONOrMYECKME acneKTbl 3a6oneBaHus
W WHTErpuMpoBaTb MNCUXOTepaneBTUYECKME MEeTOoAbl, Takue
KaK KOTHUTMBHO-NOBeAEeHYEeCKas Tepanus, B 06y cTpa-
Teruto nevyeHus.

Taknm o6pas3oM, KOMMIEKCHbIA NOAXO0A, BKJOYaloLUMI
KaK MeAMKaMeHTO3Hble, TaK U HEMeANKAMEHTO3Hble MeTOo-
bl neveHns, aenaetca Hambonee apbEKTUBHbIM B ynpaBs-
nenunn cumntomamun CPK y peten. MNepcoHann3npoBaHHbIN
noabop Tepanuu C Y4ETOM TEHETMYECKUX WU MCUXONOMU-
4eCKMX ocobeHHOCTeN MaumeHTa 6yaeT cnocobcTBOBaTb
NOBbILWEHNI0 IOPEKTUBHOCTU NEYEHUSA U YIYYLLIEHUIO Kaye-
CTBa XM3HU NaLMEHTOB C 3TUM 3a60NIEBaHUEM.

Kpome Toro, Heo6xoAMMO OTMETWUTb, YTO MpPWU Hanu-
YUM METOAMYECKMX BO3MOXKHOCTEM crnepyeT onpenenuTb
y naumeHTa nonMmopdumambl reHos, koanpytowmx CYP P450

(B KOHTEKCTe GONbWKWHCTBA MCUXOAKTUBHbLIX JIEKAaPCTBEH-
HbIX CPeACTB OCHOBHbIMM MeTabonu3atopamMun SBASIOTCH
cneayoume nsocdopmbl P450: 1A2, 2D6, 2C9, 2C19, 3A4).
Mpu atom cneayeT u3y4datb Te dopmbl CYP P450, KoTopble
3ajencTBoBaHbl B MeTabon3Me TOro aHTMAenpeccaHTa,
KOTOPbI Bpay CYMTAET HYKHbIM Ha3HaYnTb.

TaKXe CTOWUT MOMHWUTb O NIEKAPCTBEHHOM B3aUMOAEW-
CTBMMW, B CBfI3U C 4YeM crefyeT MOAPOGHO pPaccrnpoCuTb,
KaKkue npenapaTbl NPUHUMAET KOHKPETHbIM NauMeHT, yToY-
HWUTb, KakMMK n3dopmamum P450 meTabonmnanpyoTcs 3Tu
npenapatbl. 3T0 NO3BOAUT Hanbosee oNTUManbHO MNOAO-
6paTb HY)KHYIO TEPaNeBTUYECKYIO 4O3Y M CBECTU K MUHUMY-
My N0604Hble 3pDEKTbl AaHHbIX NpenapaTos.
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B ctaTtbe npejcTaB/ieHbl AaHHbIE 110 3NUAEMMNOIOMMM, NaToreHesy, COBPEMEHHOM KlacCupUuKaLmm 1 OCHOBHbBIM KJIMHUYE-
CKUM nposiBAeHUsAM 601e3Hu lowe y aeten. lpuBeaeHbl Kputepun anpoepeHumnanbHoON AMarHoCTUKK ¢ Apyrumu 3abose-
BaHusIMK. [TokazaHo, YTO eAUHCTBEHHbIM 3 PEKTUBHbIM METOAOM IeHeHUs1 601€3HM [OLLE CAYXUT NnaToreHeTnyecKas pep-
MEHTO3aMeCTUTEIbHasi Tepanusl, KOTopas KynupyeT OCHOBHbIE KJIMHUYECKNE MPOSBAEHMS 601€3HM, yyqllaeT Ka4ecTBO
KU3HM 60JIbHbIX M HE OKa3bIBAET BblpaKeHHbIX MOO6OYHbIX 3POEKTOB. YKadaHbl OCHOBHbIE OLUIMOKU ANArHOCTUKM U BEAEHMS
NaLuneHToB, a TaKXe He060CHOBaHHbIE Ha3HaYeHUs MPU 1I€YEHNN 3TOro 3ab601EBaHMS.
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ONPEAENEHUE

bonesHb lowe (bI') — peaKoe HacneacTBEHHOE Hapy-
lweHne obMeHa BelecTB, OTHOCSLEEeCS K IM30COMHbIM
60/1€3HAM HaKOMMEHUs, MPKU KOTOPOM B peaynbrate MyTa-
umn B reHe GBA, KoaupytoLemM NTM30COMHbIV GEPMEHT to-
Kouepebposnaasy (FLb), BOBHMKAET CHUMKEHUE E€r0 aKTUB-
HOCTW, NPMBOASILLEE K HAKOMIEHUIO MUKOCOUHIONUNNLOB
B OpraHax v TKaHsXx, NpenMMyLLecTBEHHO B KOCTHOM MO3re,
cefle3eHKe M NeYeHu, 4To NposiBAsSieTCs renaTocnieHome-

ranvew, aHeMmnen, TPOMOOLIMTOMNEHNEN, MOPaXKEHNEM KOCT-
HOM CcUCTEMbl M B psae CllydaeB — HEBPOIOrMYECKUMMU
HapyLeHUaIMu.

3TUOJIOTUA U NATOTEHE3

Bl Hacnegyetca no ayTOCOMHO-PELLECCUBHOMY THMy.
MpucyTcTBME ABYX MyTaHTHbIX annenen reHa GBA acco-
LIMMPYET CO 3HAYUTENIbHbIM CHUXKEHWEM aKTMBHOCTM LB,
dYHKUMS KOTOPOWM 3aK/oyaeTcs B paclienieHuu UKo-
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CLINICAL RECOMMENDATIONS

KIUHUYECKUE PEKOMEHAALUU

COUHroNMNMOOB (MU MOKOUEpPebpo3naoB, MOKO3UILE-
pamnaoB) 4O MIOKO3bl U LepaMmuaa. HakonneHue B 1M30Co0-
Max MakpodaroB HeyTUIU3UMPOBAHHbIX IMMMAOB MNPUBOAUT
K 06pa30BaHM1I0 XapaKTEPHbIX KNETOK HaKOMNeHUs (KNeToK
lowe). CnegctBMeM OaHHOroO MeTabonMyeckoro aedek-
Ta SBASIOTCA XPOHMYECKas aKTMBaUMSA MakpodaraabHoOM
CUCTEMBbI, ayTOKPUHHASA CTUMYAALMS MOHOLIMTOMNO33a 1 yBe-
inyeHne abCcoNoTHOro Konnyectsa Makpodaros, Hapyle-
HWEe perynaTopHbix GyHKUMM makpodaroB [1]. TeH GBA,
Koaupyownn F'UB, pacnofoxeH B XpOMOCOMHOW 061acTm
1g21. B HacTosiwee Bpems onucaHo okono 600 pasnuu-
HbIX MyTauumn [2—-4].

M3BeCTHbl eAnHUYHbIE cnydYan Bl cBA3aHHble C MyTaLu-
aMu B reHe PSAP (10g22.1). Bce atn cnyvyam 6Gbliv onucaHsbl
y B3pOCAbIX NaumMeHToB [4].

ANUAEMHUONIOrUsA

Bl aBngeTcs naH3THMYECKNUM 3aboneBaHMeEM, M YacToTa
ee BcTpeyaeMocTn BapbmpyeToT 1 Ha 40 Tbic. 40 1 Ha 70 ThiC.
KMBbIX HOBOPOXAEHHbIX. Bl Hacneayetca no ayTOCOMHO-
peueccuBHoMmy Tuny [5-71.

Ha ocHoBaHun 49 nccnegoBaHnii MO OLEHKE aNMaeMno-
norun Bl 3a nepunoa ¢ 1990 no 2015 r. 6610 NOJSyHEHO,
yTto yactota bI' — 010,39 10 5,80 Ha 100 ThbiC. HOBOPOXKAEH-
HbIX, @ pacnpocTpaHeHHocTb — 0T 0,70 go 1,75 Ha 100 ThiC.
HaceneHnusa [8].

Y eBpeeB-allkeHa3n 4yactoTa bl aBnaetca Haubonee
BbICOKOM M1 gocturaeT 1 Ha 450-2500 HOBOPOXKAEHHbIX [5].

YacTtoTa reTtepo3uroTHOro HOCWUTENbCTBA MyTauui
coctaBngetr 1 Ha 640-3969 B pa3HblX 3THUYECKUX TPpyn-
nax, y eBpeeB-allkeHa3n — 1 Ha 10-18 [9-12]. B paage
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Modern Clinical Guidelines for the Management of Patients

with Gaucher Disease

This article presents data on the epidemiology, pathogenesis, modern classification and the main clinical manifestations of
Gaucher disease in children. The criteria for differential diagnosis with other diseases are given. It has been shown that the
only effective method of treating Gaucher disease is pathogenetic enzyme replacement therapy, which relieves the main clinical
manifestations of the disease, improving the quality of life of patients and without having pronounced side effects. The main
errors of diagnosis and management of patients, as well as unjustified prescriptions for the treatment of this disease, are

indicated.
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CTpaH oTMeYyaeTcs NpeBanmMpoBaHune onpeaeneHHblx Gopm
3aboneBaHua: B EBpone, KaHage, CLUA n ABcTpanuu
Hanbonee pacnpocTpaHeHHon aBnsetrca bl 1-ro Tuna,
B TO Bpems Kak B Erunte (nanectnHcKkue apabbl), ANOHUH,
CeBepHou LBeuun (pernoH Hopp6oTTeH) 1 Monblie oTme-
YyaeTcs BbICOKas 4YacToTa XPOHMYECKOW HeWpoHonatuye-
ckon dopmbl BI' ¢ yacToTon B cpeaHem 1 Ha 50 TbiC. [7, 8,
13, 14].

Mo paHHbIM neguaTpuyeckoro peructpa bl y ageten
B Poccuitckon depepalimm pacnpocTpaHeHHOCTb 3ab6oneBa-
Hus cocTaBnseT 0,32 Ha 100 Tbic. AeTCKOro HaceneHus [15].

OCOBEHHOCTU KOAUPOBAHUSA

Mo ME}XAYHAPOJHOM CTATUCTUYECKOM
KNACCUDUKALIUU BONE3HEW U NPOBJIEM,
CBSI3AHHbIX CO 3/10POBLEM

E75.2 Apyrne chbmMHronnnmnao3bl.

K/NIACCUDOUKALUA

Bl — XxpoHuMYyeckoe nporpeccupylowee 3abonesa-
HME C BapbMpylOLLMM CPOKOM MaHudecTauun u retepo-
FEHHOCTbIO KIMHUYECKUX MPOSBNEHMIN OT 6€CCUMMNTOMHBbIX
[0 nepuHaTanbHo-neTanbHbIx popm [3, 16-19].

B 3aBMCMMOCTM OT KAMHWYECKOrO TEYEeHUs BblAensioT
3 Ttuna bI:
e 1-W TMN — HEHENPOHOMNATUYECKMI (CaMblit HacTbIN);
® 2- TMN — WHOAHTWUbHbLIA, UKW OCTPbLIN HEMPOHONATH-

YECKUHK;
e 3- TMN — NOAOCTPbLIN, UM XPOHUYECKMUI HEMPOHONATH-

YECKUHN.

Mpn 2-m 1 3-m TMNax bl B matonorMyeckuin npouecc
BOBJ/IEKAeTCA HepBHas cucTema, NoaToMy WX Ha3biBatoT
HenpoHonatMyeckumu [3, 16-19].

K/IMHUYECKASA KAPTUHA

KnuHunyeckune npossneHuns bl 1-ro Tvna pasaHoo6pasHbl,
a BO3pacT MaHudbecTaLmm Bapb1pyeT.

Bl 1-ro Tvna (HeHenMpoHoONaTU4EeCKUMn TUN) — Hanbonee
pacnpocTpaHeHHas ¢opma 3abofeBaHus, xapaKTepusy-
IoWancs CUIbHO BapbMpPYIOWKUM CPOKOM MaHudecTaumm
B /1060M BO3pacTe, pas3MYyHOW CKOPOCTbIO MPOrpeccu-
poBaHuWs, HEOAHOPOLHOW CTEMEHbIO BOBAEYEHUS OpraHoB
W BbIPAXKEHHOCTbIO KJAMHUYECKUX MPOSBAEHUM OT MNpakK-
TUYECKM 6eCcCUMNTOMHBbIX GOPM A0 MPU3HAKOB TAXKENOoro
nopaKeHns BHyTPEHHUX OpraHoB (renatocnieHoMeranus),
CUCTEMbI KPOBETBOPEHMUS (LUTOMEHMSA) U OMOPHO-ABUra-
TeNbHOro annapara (XPOHUYEeCKNe KOCTHbIe 60/, KOCTHbIE
KPW3bl, OCTEOHEKPO3bl, OCTEOMNEHMUs, OCTEONOpPO3, NaTo-
nlornyeckre nepenombl) 6e3 BbIIBEHUA cneundruyecKux
HEBPONOrn4yecKkux cumntomos [16, 18, 19].

Bl 1-ro Tna B NpoLwWIOM TpaKToBanacb UCKIOYUTENBHO
KaK B3pOC/bIA KIWHWYECKWUI BapuaHT. OgHako y 60b-
LWUMHCTBA MNauMeHTOB MNposBieHus 3abofieBaHUs UMelTCs
y)€ Ha NepBOM M BTOPOM [LECATUNETUU MKM3HU. PaHHWWM
Le6I0T KoppenupyeT ¢ 6onee TAKENbIM TEHEHUMEM U BbICOKUM
PUCKOM Pa3BUTUS OCIOXKHEHMI 6e3 npoBeaeHus cneundm-
yecKoro nevenus [7, 20].

bl 1-ro TMna otnnyaeTcs OT HeEMpPOHOMNaTUYECKUX GOopM
OTCYTCTBMEM paHHero cneuudryeckoro nopaxeHus LeH-
TpanbHON HepBHOW cucteMsbl (LLHC). HeBponormnyeckue npo-
ABNEeHUs B BUAE NnepndepryecKon HemponaTtum n cuHapoma
napKMHCOHM3Ma HabnogaloTcs y NauMeHToB cTapllen BO3-
pacTHou rpynnbl ¢ B 1-ro TMNa v 3Ha4YUTENIbHO CHUXKAIOT MX
KayecTBO KM3HU [21, 22].

[MporHo3 3ab6onieBaHMs 6naronpuATHbIA NPU JIETKOM
TeYeHUn W CBOEBPEMEHHOM Hayane naToreHeTUyecKon
Tepanuu. MNpu HeobpaTUMbIX KOCTHbIX MOPaKeHUsX MoKa-

3aHO XMpypruyeckoe optonegmMyeckoe nevyeHume, Nno3Bonsio-
ee counanmMsanpoBatb NaLMeHTOB.

Bl 2-ro tMna (MH®aHTUNBLHbLIN/OCTPbLIA HenpoHonaTh-
YeCKUn Tun) — Haubonee pegkas dopma 3aboneBaHus,
aebloTvpylowas B NnepBomM noayroann Xu3Hu B BUAe TaxKe-
IO BbICTpONporpeccupytollen HEBPONOrMYECKOM CUMIMTO-
MaTWKK, BbIPa*EHHOW renaTocrnieHoMeranmm ¢ passutuem
BTOPUYHbIX MHDEKLIMOHHBIX OCNIOXKHEHWN.

Pag aBTOpOB BbIAENAIOT ABaA KIMHUYECKKUX BapuaHTa bl
2-ro tvna. lMpu nepuHatanbHo-neTanbHon dopme Bl 2-ro
TMNa 6epeMeHHOCTb MaTepu 06bIYHO OCIOMKHSAETCH BHYTPHU-
YyTPOGHOM BOASIHKOWM M aHTeHaTallbHOM CMepTbio pebeHKa
nmMbo npexaeBpeMEHHbIMU POAaMU U CMEPTbIO HOBOPOX-
JEHHOro B OG/vKaWlimMe CYTKW Mocne poxKAaeHud. HacTo
Yy HOBOPOXAEHHbIX BbIABASETCS UXTUO3. [1na JaHHOro dbeHo-
TMNa xapaKTePHbl HEBPOOTMYECKME U BUCLEPaSibHblE HAapPY-
leHus, aucmopdonornyeckme nameHexnns nuua [3, 23, 24].

PaHHsAa MnageHyeckas dopma aebloTupyeT B nepsble
6 MeC XM3HW B BMAE KIMHUYECKOrO CUMNTOMOKOMIMEKCA,
BKMOYatowero npusHakn nopaxernua LLHC u BHyTpeHHMX
OpraHoOB: 3Ha4YMTE/bHYIO renaTtocnieHomMmeranuio; 6ynbbap-
HblM CUMHAPOM (AMCHOHUSA, aAncdarusa, ausapTpus); TPU3M;
6unatepanbHoe GUKCMPOBAHHOE KOCOrnasue; nporpeccu-
pylowmne nupamuaHble HapyweHusa (TeTpanapes, runepped-
NIEKCUS, CNACTUYHOCTb MbILWL, C PETPAKLMEN LLIEWN, MONOKHU-
TenbHbIM cuMnToM BabuHCKOro 1 apyrue naTonorvyeckue
pedneKchl); NPOrpeccupyoLLyio 3a4ep KKy NCMXOMOTOPHOTO
pasBUTUS 1 perpecc paHee NpUoBpPeTEHHbIX HABbIKOB; TOHM-
KO-K/IOHMYECKME W ApYyrue TuMbl CYAOPOXKHbIX MPWUCTYMNOB,
PE3UCTEHTHbIX K Tepanuu NpoTUBO3INUAENTUYECKUMU Npe-
napatamu [15, 23, 24].

MporHo3 npu Bl 2-ro TMNa KpanHe HebnaronpuUaTHbLIN,
CMepTb MauUMEeHTOB HacTynaeT Mo NPUYMHE [AbiXxaTenbHOM
HeAOoCTaTOYHOCTU BCAEACTBME acCnMpaLMOHHOW MHEBMO-
HUM MAKW pPecnupaTopHOro AWUCTPEeCC-CUMHAPOMa Ha doHe
6ynbb6apHbIX HEBPOSIOrMYECKUX PACCTPOUCTB (HapylweHue
rnotaHusa, nonepxvmBaHue). Bo3pacT netanbHOro ucxoga
nauMeHTOB BapbMpyeT OT PaHHEro HeoHaTanbHOro nepuoaa
[0 4 net, B cpeaHeM coctaBnseTt 9 mec [25, 26].

Bl 3-ro TMna (IOHOWEeCKWH/XPOHNUYECKWIA/NOAOCTPbIN
HeWpoHonaTU4YECKUM TUMN) — NPOMEXKYTOoYHasa Gopma mexay
Bl 1-ro u 2-ro TMNOB, XxapaKTepuayloLlasacsa Hapsay ¢ nopa-
EHMEeM NapeHXxMMaTo3HbIX OpraHoB HaJIMYMeEM HEBPONOTU-
YEeCKMX NPOSBAEHUI, CXOAHbIX C TaKOBbIMK Npu BI" 2-ro Tnna,
HO MeHee BblpaxkeHHbIX. B otinyume ot BI" 1-ro Tuna, cteneHb
renatocnaeHomeranuMun BbipaxkeHa Oosblue, a nopaxeHue
0CEBOro CKeNleTa xapaKkTepuayeTca 604Koo6pasHon gedop-
Maunen rpyaHon KNeTkn U KMPOCKONMO30M NO3BOHOYHWUKA
[23, 24].

B 6onblumMHCTBE cnyyvaeB bIN 3-ro Tuna xapaKktepu3yeTtcs
LUMPOKO BapbupyoLIMM CPOKOM Aebiota — oT 1 mec go 14
net, 60onee MeaneHHbIM XapaKTepoMm MporpeccupoBaHus
W NOSIBJEHWEM HEBPOSIOMMYECKON CUMNTOMATUKK, B cpea-
HeM B Bo3pacTte 6-15 net [5, 7, 15].

OCHOBHbIMUW Y PaHHUMUW HEBPONOTMYECKUMM MPOSIBIEHU-
amu Bl 3-ro Tvna ABAATCA rMas3oaBuratTeNibHble paccTpon-
cTBa — OKy/lomoTopHas anpakecua (OMA) u/unun kocornasue
(cTpabuam), KoTopble ANUTENbHOE BPEMS MOryT OCTaBaTbCs
€AMHCTBEHHbIM NPOSIBNEHMEM 3ab60/IeBaHUSA; MUOKIOHWUM,
NOCTEMEHHO HapacTalolne M Nepexoasline B reHepanu-
30BaHHble TOHMKO-K/IOHWYecKne cygoporn. Co BpemeHem
NPOrpeccupytoT aKcTpanupamugHas PUrMAHOCTb, WHTEN-
NeKTyanbHble HapyLWweHUs (0T He3HaYUTENbHbIX U3MEHEHUN
[0 TSXKeNon AeMeHLMH), pacCTPONCTBA NMCbMa U peyun, and-
dy3Has MblleyHas rMnoTOHMUSA CMEHAETCS CNaCTUYHOCTbIO.
BO3MOXHbl UBMEHEHUSA NoBeAeHUs, ann304bl Ncuxosa [5, 7,
23, 24, 27].
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Bblaensitot HeCKONbKO BapuaHToB bl 3-ro Tuna.

Tun 3A xapaKTepuadyetcs npeobnajaHMem HEeBPOSOru-
YECKMX NPOSIBNIEHUI (reHepann30BaHHble MUOKIOHUYECKHE
npucTynbl, atakcus, OMA, KOrHUTUBHbIE pPaACCTPONCTBA)
M 06bl4HO MaHubecTUpyeT B AETCKOM WM MOLPOCTKOBOM
Bo3pacTe [23, 24].

Y nauuneHToB ¢ TMNom 3B Bl npeo6nagaeTt noparkeHve
BHYTPEHHMX OPraHOB M KOCTHO-CYCTaBHOW CUCTEMbI, BOBE-
4yeHue B naTonorunyeckum npouecc LIHC MoxeT nposasnstbcs
TONIbKO rnasofBurateNibHblMK paccTponcTeamu B Buge OMA
n cTpabnama. 06bi4HO TMN 3B Bl MaHUdecTUpyeT B paHHEM
BO3pacTe renatocnieHomerannen, a KOCTHas naTonorus
nposiBasieTcs B Buae gedopmalimin rpyaHom KNeTku 1 Bbipa-
YEHHOro KWMdOCKONNo3a 6e3 KOCTHbIX 60/Meln M KOCTHbIX
Kpn3oBs [23, 24].

Tun 3C BI' (cepaeyHo-cocyauctas dopma) — peaxkui
BapMaHT XPOHWUYECKUM HerpoHonaTU4yeckon Gopmbl, Npo-
ABNAOWMNCS renatocnjieHomeranmen; HeaTepoCKIepoTH-
YECKMM NopaxeHWeM cepaLa M KpymnHblIX COCyLoB B BuAeE
KanbUnbUKaLUKM cepaedHblX KanaHoB, aopTbl U KOPOHap-
HbIX apTepui U pasBUTUEM 3aCTOMHOW CepaeYvyHOW Hepao-
ctaToyHocT; OMA; NMOMyTHEHMEM POrOBULbI; 3a4EPKKOM
YMCTBEHHOIO pasBuTus, ruapouedanvenn u anunencuen,
He OTBeYalollen Ha CcTaHAapTHYIO Tepanuio NpoTMBO3aNUAen-
TUYECKUMU Npenapatamu [23, 24, 27].

MpoaoMKUTENBHOCTb XWU3HK Npu BIN 3-ro TMNa B 3aBu-
CMMOCTH OT KJIMHMYECKMX BapuaHTOB BapbupyeT oT 4 o 60
net [25, 26].

Peokne KnuHuyeckue nposisneHus Bl npeactaBneHsbl
nopa)KeHMem Nerkux, pasBuTMeEM rowepom (NceBAooMnyxo-
Nier) U MOHOKJIOHaNbHOM rammanatuu [1, 15, 28, 29].

MopaxkeHne Nerkux ¢ pa3BUTUEM JIEFOHHOM TMNEPTEHIUM
Habnogaetca B 1% cny4yaeB M NPEUMYLLECTBEHHO y Nauum-
€HTOB Moc/fie NPoOBEeLEHHON CNNEHIKTOMUK. [eHe3 BoBeYe-
HMS AblXaTeNbHOM CUCTEMbI A0 KOHL@ He SiCEH, BOSMOXHO,
nopakeHue 06yCNnoBAeHO MHOWNbTPALUEN M3MEHEHHBIMU
MaKpodaramun (Kretkamu lowe) NeroyHbix CoCcyaoB U alb-
Beon [29].

[owepombl npeactaBadaoT cobow onyxonenogobHble
CTPYKTYPbl, XOPOLWO BM3yanusuvpyemble Npu yabTpa3BYKO-
BOoM mccnegoBaHum (Y3WM), komnbtotepHor (KT) U MarHMTHO-
pe3oHaHcHon Tomorpadum (MPT) ¢ KOHTpacTUpOBaHUEM.
[aHHble CTPYKTYPbl BbIABASIOTCS MPEUMYLLECTBEHHO B cefe-
3€EHKEe MK NeYeHN 1M NpeacTaBAsAioT CO60M CKOMNEHNUS Kne-
TOK lowe mnu 3amecTuBWNM UX GUOPO3, KOTOpble TPebytoT
[MHamMmM4yecKoro HabnogeHus [28].

YacToTa MOHOK/IOHA/bHOW ramMmanatuuM ¢ pasBuTUEM
MUENOMHOM 6OMIE3HMU, MO AAHHBbIM CTAaTUCTUKKM, Y NauMeH-
ToB ¢ Bl BblWe, 04HAKO AaHHOE KAMHUYEeCKoe NposiBfieHne
BCTpeYyaeTcs TO/IbKO y B3POC/bIX NaumMeHToB [1].

Mpn Bl ycTaHOBNEHbI onpeaeneHHble reHodeHOTUNn-
yeckue Koppensuuu. MNMokasaHo, 4To myTaums c.1226A>G,
p.Asn409Ser (p.Asn370Ser no cTapon HOMeEHKnaTtype)
B FOMO3WUIOTHOM COCTOSIHUM MM B KOMOGWHALMK C NOObIM
APYruMm annenem npueoaut K bI' 1-ro Tmna, a uHaKTUBUpPY!IO-
Wwe To4YeYHble MyTaunn, PEKOMOUHAHTHbIE anfienn u Kpyn-
Hble Aeflelnn accouuupoBaHbl C HEMPOHOMATMYECKUMMU
dopmamu 3a6oneBanuns. Mytauus ¢.1448T>C, p.Leu483Pro
(pb.Leud444Pro no ctapon HOMeEHKNaType), oHa M3 caMblX
yacTblxX, onucaHa npu Bl 2-ro Tnna [3].

AUATHOCTUKA

OuarHoctuka Bl 6asunpyetcsa Ha KOMOMHAUWMW KIWHU-
YECKMX CMMMNTOMOB, [laHHbIX aHamMHe3a, KJWMHWKO-nabopa-
TOpHOro o6cneaoBaHus, MOATBEPXKAEHHbIX pe3ynbraTtaMmu
GEepMEHTHOM AMArHOCTUKM U MOJSIEKYNSIPHO-TEHETUYECKOTO
aHanusa [13, 30].

OLEeHKyY TS¥KeCTH 3a6oneBaHns 0GbIYHO MPOBOAAT MO LWKa-
Jle OLEHKM TaxKecTn naumeHTa ¢ bl PGS3 [27] (cM. Popmy).

KANOBbl U AHAMHE3
Mpn c6ope aHamHe3a 1 Kanob cnegyeTr o6paTUTb BHMU-

MaHuWe Ha cnegyloumne NPU3HaKu:

® CeMeWHbln aHaMHe3 (Halauyme  CMNIEHIKTOMUMU
WK NepedYncneHHbIX Bblle CUMNTOMOB Y POAHbIX 6pa-
TbeB W cecTep, MOATBEPKAEHHbIN AMArHO3 y POACTBEH-
HUWKa) [2, 3,16-19];

° 3ajepxKa GU3M4ECKOro 1 NosoBOro pas3BuTUS;

® cnabocCTb, NOBbILEHHAA YTOMASEMOCTb, YacTble pecnu-
paTopHble HPEKLUH;

® MNpOSBAEHUA CMOHTAHHOIMO remMopparMyeckoro CuH-
ApoMa (B BMAE MOAKOXKHbIX reMaToM, KPOBOTOYMBOCTH
C/IM3NUCTbIX 060M1I04EK) MAKN ANUTENbHbIE KPOBOTEYEHUS
npu Manbix onepaTuBHbIX BMeLWaTenbCTBax;

° yBe/IMYEHUE XKMBOTa B pa3mepe;

° 60/M B KOCTSX M CycTaBax; 4aBHOCTb, XapaKTep M IoKa-
Nnin3auns 6onen, nepesiomMmbl KOCTEN B aHaMHe3e;

° npejwecTBylOWas CNIEHIKTOMKUS (MONHASA UM YaCTHY-
Has);

° HeBposiormyeckas cumntomaTtnka (OMA umnu Kocorna-
3ue, aTaKCus, KOFTHUTUBHbIE PacCTPOWCTBA, HapyLWweHuUs
YyBCTBUTENBHOCTHU U Ap.);

° pedopmMaumn cKeneta (CKONMO3, U3MEHEHUS TPyAHOM
KNEeTKM No TUMy KWNeBUAHOW WK GOYKOOBGPa3HOM)
B COYETAHMM C HEBPONOrnyecKkom cumntomaTnkomn (OMA,
Kocornasue).

®U3UKAJIBHOE OBC/IEAOBAHUE
B KAMHWYECKUI OCMOTP crnefyeT BKoYaTb M3MepeHue
pocTa M maccbl Tena, TemnepaTtypbl Tena, OLEHKY COCTOS-
HUSI KOCTHO-CYCTaBHOM CWUCTEMbI, BbISIBEHWE MPU3HAKOB
remopparM4ecKkoro cuHgpoma, obpatias oco6oe BHMMaHue
Ha nanbnaTopHoOe M MEPKYTOPHOE WCCnefoBaHWe NeyvyeHu
W ceneseHKu, HeBPOIOrnyecknn ocmotp [2, 3, 18, 19].
bl 1-ro TMnNa xapakTtepusyeTtcs cneaylowmmu npusHa-
Kamu:
° 3ajepxKa GU3M4ECKOro pa3BuTHs;
® ChnneHo-/renatocnieHomeranus;
® remMopparnyeckui CUHAPOM;
® KOCTHble 60/I1 (KOCTHbIE KPU3bI);
° HapylweHue NOABUKHOCTKU B CycTaBax;
° naTonorM4yecKkue nepenomol;
° 3ajepKKa NosoBOro pasBuUTUS;
® aCTEHWMYECKUI CUHAPOM.
Bl 2-ro # 3-ro TMNOB XapaKTepuayeTca Cneayowumm
npu3HaKkamu:
° 3ajepxKa GU3M4EeCKOro pa3BuTHS;
° 3afjeprKKa MNCMXOMOTOPHOr0 pPa3BMTUS, pacCcTponcTBa
peyu, NMcbma;
® remMopparnyeckui CUHAPOM;
® ChnneHo-/renatocnieHomeranus;
e pnedopmaumun ckeneta (CKonnos, gebopmaumun rpygHom

KNeTKn);
° OMA;
® Kocornasue;
° cygoporw;

® aCTEHWYECKUM CUHOPOM;

® CHUWXEeHMWe UHTeNNeKTa (0T He3HAYUTENbHbIX UBMEHEHUI
[0 TSXKENOoW AeMEHUMN);

° 3KCTpanuMpamuaHas pUrnaHocTb;

®  MO3XEeYKOBble HapyLEeHNUS;

° noBeAeHYeCKne UBMEHEHMS, ANN30Abl MCUX03a;

®  MWOKJ/IOHUM, NOCTENEHHO HapacTaloLune 1 nepexoasiime
B reHepasM30BaHHble TOHUKO-KJIOHUYECKME Cya0POrH.
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JTABOPATOPHbIE AUATHOCTUYECKUE

UCCNEAOBAHUA

PekomeHayeTcs BCeM NauMeHTaM ¢ KIMHUYECKUMM NPOo-
aBneHuamu Bl npoBeaeHue o6Wero pas3BepHYTOro aHa-
/In3a KpoBM (MccnefoBaHMe ypoBHS 06LWwero remoriobuHa,
3PUTPOLIUTOB, NIEMKOLMTOB, TPOMOOLMTOB B KPOBH, OAUD-
depeHumanbHbii NOACHET NENKOUMTOB (NerMkouuTapHas
dopmyna), onpeaeneHne cpeaHero CoaepKaHus u cpegHen
KOHLIEHTpaLUnKn remornobumHa B aputpoumtax (MCH — mean
corpuscular hemoglobin), onpegeneHve pasmepoB 3pUTPO-
umtoB (MCV — mean corpuscular volume), nccnegosaHue
CKOPOCTU OocefaHus 3PUTPOLMTOB) ANS OLEHKM OCHOBHbIX
napameTpoB KPOBETBOPEHUS C LENbI0 CBOEBPEMEHHOIO
BbIIBIEHWS aHEMUK, TDOMGOLIUTOMNEHWM, NENKOMNEHWH, HANN-
4yMsa BOCMaNMUTENbHbBIX MPOLECCOB M KOHTPONS TepanesTuye-
CKOro addekTa He pexe 4yem 1 pa3 B 3—6 mMec uan vauie
no NokasaHusM (HeE3PPEKTUBHOCTb TepPanun, NpuU U3MeHe-
HWM O30BOr0 pexnma GepMeHTO3aMeCcTUTENbHOM Tepanunu
(P3T) u/mnu cmeHe npenapaTta) [2, 18]. YpoBeHb y6eam-
TEeNIbHOCTU peKoMeHpauum — C (ypoBeHb JOCTOBEPHO-
CTU fJOKa3artenbCcTB — 5).

Y 60onblWKMHCTBA NauueHToB ¢ bIN 1-ro TMna BbIABAAIOTCS
aHeMus, TPOMBOLIMTONEHNS, PeXe — NIEMKOMEHNSA KaK Mpo-
ABIEHUS TMNepcnaeHn3Ma U MHOUAbTPALIMKU KOCTHOMO MO3-
ra knetkamu lowe. Mpwu Bl 2-ro u 3-ro TMNOB remaTtosiornye-
CKMe NPOoSIB/IEHNS BCTPEYAIOTCS PEXKE.

PekomeHayeTcs BCeM NauMeHTaM € KIMHUYECKUMM NPOo-
aBneHnsaMmn bl npoBedeHuMe aHanuM3a KpPoOBM OGUOXMMMYE-
CKOro oblueTepaneBTMYECKOro (onpeaeneHme akTUBHOCTH
anaHuHamuHoTpaHchepasbl (AJIT) n acnapTataMMHOTPaHC-
depa3sbl (ACT) B KpoBH, onpeaeneHne ypoBHS obLLero 6uan-
py6buHa B KPOBW, aKTMBHOCTM LLeNoYHON docdaTasbl (LLP)
B KPOBW, UCCe0BaHNE YPOBHS anbbyMnHa B KPOBH, UCCe-
[loBaHWe YpPOBHS1 XOfleCTEpMHaA B KPOBM, MCCleAoBaHue
YPOBHS JIMMONPOTEMHOB HW3KOM MAOTHOCTWU, UCCeaoBa-
HWEe YPOBHS IMNONPOTENHOB BLICOKOW MIOTHOCTM B KPOBM,
nccnegoBaHWe YpPOBHS TPUIIMLEPUAOB B KPOBM, Uccle-
[lOBaHWe YPOBHS WMOHU3WPOBAHHOIO M O6LEro Kabuus
B KPOBW, MCCNeAoBaHWE YPOBHS HeopraHuM4yeckoro ¢oc-
dopa B KpoBM) C Lenblo anddepeHUnanbHOW ANarHoCTUKHK
C APYrMMKM HacneCTBEHHbIMM HapylleHns o6mMeHa BeLLecTB
npuv NOCTaHOBKE AMarHo3a W ganee no Heo6XoaMMOCTM.
Mo nokasaHusM — onpejesieHne ypoBHA BuUTaMuHa B,
(unaHoKobGanamuHa) B KpOBW, UCcnegoBaHMe YPOBHS Gonu-
€BOM KUCNOTbl B CbIBOPOTKE KPOBW, UCCIEA0BAHNE YPOBHS
25-0OH ButamnHa D ¢ LeNblo CBOEBPEMEHHOIO BbIBAEHMUS
n Koppekunn geduumta [15, 31-33]. YpoBeHb yoeauTtenb-
HOCTU peKomeHaauun — C (ypoBeHb [OCTOBEPHOCTH
AOKa3aTenbCcTB — 5).

B aHanvM3e KpoBW GMOXMMHUYECKOM ObLlETEPANEBTUYE-
CKOM OTMEYatoT CHUXKEHWE KOHLEHTPaLIMM IMNONPOTEUHOB,
)enesa, BuTamuHa B, ,, G0osIMEBON KUCIOTbI, MOHU3UPOBAH-
HOrO KanbLus; NOBbILIEHWE COAEPKaAHUS MMMYHOTN06YyIn-
HoB [15, 34, 35].

AKTMBHOCTb NnevyeHo4Hbix pepmeHToB (AT, ACT n LLD)
MOXET OblTb HE3HAYMUTENIbHO WM YMEPEHHO MOBbIlEHa
c npeBanupoBaHnem 3Ha4vyeHus ACT Hapg AJIT y naumeHToB
¢ bl. Hannune cnHapoma LUuToNM3a He KoppenupyeT co cTe-
NeHblo renaToMerananm UK TSKECTbIO NMOPaXKEHUsS NeYvYeHu
[15, 31].

PekomeHgoBaHO BceM naumeHTam ¢ bl uccnegoBaHue
YPOBHS }Kene3a CbIBOPOTKM KPOBM, UCCEOBaHNE Keneso-
CBSA3bIBAOLLEN CMTOCOOHOCTU CbIBOPOTKM (OOLLEN MM HEHa-
CbILLEHHOW), MUccnegoBaHWe YpoBHA deppuTUHa B KPOBMW,
nuccnegoBaHWe YpoBHSA TpaHcdeppmHa CbIBOPOTKM KpPO-
BW, UCCNeAoBaHWE HacbllleHUs TpaHCcheppuHa Kenesom
NS OLIEHKM COCTOSIHMS MeTabonn3mMa Kenesa B OpraHus-

ve [31, 36-38]. YpoBeHb y6eaUTe/IbHOCTU peKoMeHAa-
uuMn — B (ypoBeHb JOCTOBEPHOCTU JOKa3aTeNbCcTB — 3).

MnepdepputnHemmnss Ha GoOHe HOpPMabHOrO 3Haye-
HUA 06LLEN KeNne30CBsA3biBaloLWEN CNOCOOHOCTM CbiIBOPOTKM
KPOBW 04eHb YacTo BCTpeyaeTcs y naumeHTos ¢ bl (3o 87%
HeneyeHbIx cyobekToB). CoaepaHue deppuTMHa B CbIBO-
POTKE KPOBW Koppenupyet ¢ TsxecTbio Bl M Hanuymem
CM/IEH3KTOMMKU M 3HAYUTENIbHO CHUXKaeTcs Ha ¢oHe Tepa-
num [31, 36]. Mpu aTOM GEPPUTUH MOXKET MNOBbIWATLCS
M NPU HaMYUK OCTPOr0/XPOHUYECKOrO BOCMNaneHnsa Bcnea-
CTBME COMYTCTBYIOLLEN NATONOMMH.

[ns npaBuIbHOM OUEHKM MeTabonM3aMa efnesa Heob-
XOAUMO MccnefoBaHMe He TONbKO GpeppuTHUHA, HO M TpaHC-
deppuHa, Kenel3ocBa3biBaloLEN CMOCOOHOCTU CbIBOPOTKHM
(o6len unnm HeHachblEHHOW), HacbIlWEeHUS TpaHcheppuHa
KeNe3oM, Kenesa CbIBOPOTKM KpoBM. [pu onpeaeneHun
HEenosIHOM NaHenu noKasarenen, 0CO6EHHO B Cllyyae Bocna-
NUTENbHOW rMnepPeppuUTUHEMUU, XapaKkTepHon ans bl ner-
KO MPONyCTUTb COMYTCTBYIOLWNI KenesoaedbuumT unm nepe-
rPY3KY *Kene3oM.

PekomeHaoOBaHO nauMeHTaM C KJIWHWYECKMMM Mpo-
aneHnsamu Bl nccnepoBaHve ypoBHA MapaTUpeonaHOro
ropMOHa M OCTeOKasblLMHa B KPOBW A UCK/IOYEHUS ApY-
rMX NPUYMH 3ab0NeBaHUSA KOCTEW M AN OLEHKM ocTeone-
Huu/ocTeonopo3a [32, 39]. YpoBeHb y6eAUTE/IbHOCTHU
pekomeHaauun — C (ypoBeHb JOCTOBEPHOCTU fOKa3a-
TenbcTB — 5).

PeKkomeHayeTcs BCeM naumMeHTaM C KIMHUYECKUMM NPo-
aneHnsamu Bl npoBeaeHne Koarynorpammbl (OPUEHTUPO-
BOYHOIO MCC/IeAOBaHUS CUCTEMbl remMocTasa): onpegene-
HME MPOTPOMOBMHOBOrO (TPOMOGOMIACTUHOBOIO) BPEMEHMU
(MB) B KpOBM MM B Nna3me, onpeneneHne akTMBUPOBaH-
HOro 4YacTMyHOro TpombonnacTMHOBOro BpemeHu (AYTB)
N MeXAyHapoAHOro HopManu3oBaHHOro oTHoweHus (MHO)
[ON51 OLEHKM YHKLMOHANbHOIO COCTOSIHUS MEeYEHU U CBEp-
TbiBalOLIEN CMCTEMbI KPOBM MpPW MOCTAaHOBKe AvarHo3a bl
W nanee npuv Hanuymm nokazanun [32, 40]. YpoBeHb y6e-
AUTENIbHOCTU peKomeHaauun — C (ypoBeHb focTOBEp-
HOCTU fOKa3aTenbcTB — 5). B Koarynorpamme perucrpu-
pytoT yanuHenune A4TB n MNB [15, 41].

PekomeHaoBaHO BCEM MNaUMEHTAM C KIAMHUYECKUMMU
nposiBneHnamu bl npoBeaeHne TECTUPOBAHUS Ha BUPYCHbIE
renatuTbl B KPOBM, onpeaenexHme aHtureHa (HBsAg) Bupyca
renatuta B (Hepatitis B virus) B KpoBu. OnpegeneHune aHTu-
Ten Knaccos M, G (IgM, 1gG) K Bupycy MmMmmyHoaedbuumuTa
yenoseka BMY-1 B Kposu, onpegenenue I1gM, 18G K BMpycy
nMmyHogedbuumnTa vyenoseka BUY-2 B KpoBM peKomeHao-
BaHO MauMeHTaMm, Y KOTOpbIX B aHamHe3e 6binn nepennBa-
HUS KOMMOHEHTOB AOHOPCKOM KPOBM, C LENbi0 CBOEBpE-
MEHHOW AMarHocTuKu [17, 32]. YpoBeHb y6eaUTEeNbHOCTH
pekomeHaauun — C (ypoBeHb SOCTOBEPHOCTU fOKa3a-
TenbcTB — 5).

He peKomeHAyeTcsi B KayecTBe NepBOW JIMHUK [Oua-
FTHOCTUKW [ETSAM C KIAMHWUYECKUMU nposiBneHusmun bl mop-
donornyeckoe uccnegoBaHMe KOCTHOTO MO3ra B CBSA3M
C WHBA3MBHOCTbIO Npoueaypbl Ans pe6GeHKa W BbICOKUM
PUCKOM NOXHOOTpULATeNbHbIX pedynbratos [2, 3, 15, 16,
18, 19]. YpoBeHb y6eauTenbHOCTU pekomMmeHaaumn — C
(ypoBeHb JOCTOBEPHOCTU AOKa3aTeNbCTB — 5).

Mopdonornyeckoe wuccnegoBaHuMe KOCTHOroO Mo3ra
Cnoco6CTBYET BbIIBNEHUIO XapaKTEPHbIX AUarHOCTUYECKNX
3/1EMEHTOB — KJIETOK lolle M OIHOBPEMEHHO UCK/TIOYEHWIO
onarHosa remo6nactoda wuan numoonponndepaTtMBHOro
3a60/1€eBaHNsA KaK MPUYUHbI LIMTOMEHUU M renaTocneHo-
meranun. OgHako npoueaypa 3abopa KAETOK KOCTHOro
MO3ra sBfseTcs 60/1e3HEeHHON ANd NauneHTa, a pesyabrar
LMTONIOFMYECKOro UCCNefoBaHUa He BCerga MOXeT 6biTb



OAHO3HAYHbIM: AOBOJIbHO BbICOK PUCK NOXHOOTPULATENb-
HbIX pe3ynbTaToB NPU HEOMbLITHOCTU Bpaya-naTofioroaHaTo-
Ma, OnNucbiBaloLWero npenaparT, v Npu peaKoM pacnpeaene-
HUKW KneToK lowe B Mnenorpamme. JIOXKHOMONOXKUTENbHbIE
pesynbTaTbl CBA3aHbl C BblBAEHWEM MCEBAOKNETOK lowWwe
(anbTepHaTMBHO aKTMBMPOBaHHbLIX Makpodaros), onpe-
aensiemblx Npu psage apyrux 3aboneBaHuit (Muenogucnna-
CTUYECKUN CUHAPOM, XPOHUYECKUN MUENOUAHbBIA JIEMKOS,
NeroyHbi Ty6epKynes, MMKOGaAKTEPMO3bl, BPOXKAEHHas
An33pUTponoaTMyecKas aHemus). Mpu aTomM NOKHOOTPULA-
Te/bHble pe3ynbTaTbl HE MO3BONAOT MONHOCTLIO UCKIIOYUTD
Bl NOCKONbKY KneTku lowe 4yBCTBUTESNbHbI K MeXaHu4e-
CKMM NOBPEXAEHUAM W IEFKO pas3pyLiatoTcsa Npu NpUroTos-
JIEHUM N OKpacKe Ma3KoB. Kpome TOro, KNeTKn-MapKepbl
MOryT pacnonaratbcs Ha nepudepun MasKa KOCTHOMO
MO3ra M He Bcerga nonagatoT B none 3peHus mopdono-
ra [1, 3, 15]. MoxeT NpoBOAUTLCS C LIENbl0 UCKIIOYEHUSN
numoonponudpepatMBHbiXx 3aboneBaHWin U Apyrux 3abo-
NleBaHU CUCTEMbl KPOBM, MpOTEKaloWwMX C LUTONEeHUeN
W cniaeHomeranuen.

PekomeHgyeTcst BCEM NauMeHTam C KIMHUYECKMMU Npo-
aBneHusamun bIr onpegeneHne akTMBHOCTHM B-D-rnoko3ngassl
KPOBMU C Lienbio BepuduKaumm auarHosa [2, 15, 16, 18, 19].
YpoBeHb y6eaUTeNbHOCTU peKomeHaauun — C (ypo-
BEHb JOCTOBEPHOCTU fOKa3aTeNbCTB — 4).

BUOXMMUYECKUM KPpUTEPMEM TOYHOrO AMarHosa aBnd-
€TCS CHUXEeHWe aKTMBHOCTM depmeHTa [B-D-rnoKko3naassl
B KneTkax Kposwu [7, 10, 16]. B HacToslllee Bpemsa onpe-
AeNeHne akTMBHOCTM depMeHTa Yalle NpoBOAMUTCS B NAT-
HaXx BbICYLEHHOW KPOBW C MCNONb30BaHMEM MeTofda TaH-
AEMHOW mMacc-crnekTpoMeTpuun. MNpenmyectsaMmn JaHHOM
METOAMKM SBAAIOTCH MUHMMabHble Tpeb6OBaHMA K 3a6opy
KPOBM Ha wucchnefoBaHWe, JOCTaBKE M XpaHeHutio 6Mo-
o6pasuos [42].

PeKkomeHayeTcst BCEM NaLMeHTamM CO CHUKEHHOM aKTUB-
HoCTblo depmeHTa B-D-rnoKo3naassl B KPOBM NpoBeaeHne
MOIEKYNSAPHO-FEHETUYECKOrO CCeA0BaHMSA C LLeNbIO BbISB-
NeHns MyTaumi reHa GBA ans noatBepaeHus guarHosa
W yToyHeHus Tuna 3aboneBanHus [3, 6, 10, 15]. YpoBeHb
y6eauTeNIbHOCTU peKomeHgauun — C (ypoBeHb J0OCTO-
BEPHOCTU A0Ka3aTeNbCTB — 4).

MoneKynapHo-reHeTnyeckaa auarHoctuka bl nosso-
naeT o6HapyKUTb NaToreHHble BapnaHTbl reHa GBA B noga-
BasowemM 60nbWKHCTBE cnyYaeB. Ha nepsom aTane npo-
MCXOAMT MOUCK Haubosiee pacnpoCTPaHEHHbIX MyTauuw,
4YTO NO3BONSET BbIABUTL A0 80% 3Ha4YMMblX BapuvaHTOB
reHa (0cob6eHHO B monynduusax ¢ npeobnagaHnem onpe-
AeNeHHbIX MyTauun). Ha BTopom 3Tane NpoBOAAT MOWUCK
peaKnx U HOBbIX MyTauui. B page cny4yaeB Ha OCHOBaHUK
reHoTMNna BO3MOXHO NPOrHO3MPOBaHKE TAKECTU TeYEHUS
Br [10, 11].

PeKkomeHgyeTcs BCEM NauMeHTam C KIMHUYECKMMU Npo-
aBneHnaMn Bl onpegeneHne KOHUEHTpauuu TOKO3UI-
couHrosmHa (Lyso-Gbl) B KpoBM Ha 3Tane AMarHOCTMKM
AN MOHUTOPUHIa Tepanuu n NnporpeccnupoBaHms 3abonesa-
HUA — 1 pasBroa(7,15, 16, 43, 44]. YpoBeHb y6eauTesb-
HOCTU peKomeHpauun — A (ypoBeHb AOCTOBEPHOCTHU
AoKasaTtenbcTB — 3).

Bbuomapkep Lyso-Gbl aBnsetcs nNpou3BOAHbIM [tO-
Kouepebpo3nga v ob6nagaet BbICOKOW cheunduyHo-
CTblO M YyBCTBWUTENIbHOCTbIO, U €ro OrnpeaeneHne BaxKHO
KaK 419 OWarHoCTUKM, TaK U AN KOHTpons nedexus b
[43-45]. OnpeneneHve KOHLEHTPaALUK 3TOro 6MoMapKepa
LenecoobpasHo NPOBOAUTL OAHOBPEMEHHO C U3MEPEHUEM
aKTUBHOCTU pepmeHTa, 4ToObl He NPONYCTUTL KpanHe pea-
Kne dpopmbl BI' ¢ gedunumTom canosuHa, a TakKe cnyyau brr
C BbICOKOM OCTaTO4YHOW aKTUBHOCTbIO hepmeHTa.

UHCTPYMEHTA/IbHbIE AUAFHOCTUYECKHUE

UCCNEQOBAHUSA

PekomeHayeTcss BceM MNauMeHTaM C KIMHUYECKMMMU
npossneHnamu bl npoBegeHue Y3M opraHoB OpIOLIHOM
NosoCTU M MO NoKadaHuaM — MPT neyeHU U ceneseHKu
C LeNblo onpeaeneHnss UCXo0AHOro pasmepa/o6bema opra-
HOB M BbISIBJIEHUS UX O4ArOBbIX MOPAXKEHUM NPU NOCTAHOBKE
[unarHosa v ganee B cpegHem 1 pas B 6 Mec npu Hadane
Tepanuu, 3aTeM B cpegHem 1 pas B rog [2, 3, 16, 18, 19].
YpoBeHb y6eaUTeNbHOCTU peKomMeHpauun — C (ypo-
BeHb JOCTOBEPHOCTU JOKa3aTeNbCTB — 5).

MpoeeaeHne Y3M n MPT nedyeHn u cenedeHkn (Y3U
OpraHoB 6PIOLIHOM NONOCTU (KoMnneKcHoe) U1 MPT opraHoB
GPIOLWHOM MOJSIOCTH) HEO6XO0AUMO /151 OLIEHKM TeyeHus 3abo-
NneBaHus 1 nocnegyowero KoHTponsa adpodektuBHoctn G3T.
Mo gaHHbIM nuTepatypbl, y 20% nauMeHToB B CTPYKType
OpraHoB BbISBASIOTCS KPYMHblE€ TMMNO3XOrEHHbIE YYacTKK
HenpaBWibHON GOPMbl, OAHOPOAHOW CTPYKTYPbI, C HEYETKUM
pa3MbITbiM KOHTYPOM M 6€3 4YEeTKOM JloKanu3aumm — TaK
HasblBaeMble «y3/bl loLWe», AW rowepoMbl, NPeaCcTaBAsAO-
e coborn ovarv M36bITOYHOrO HaKOMAEeHUs KNeToK lole
[15, 28]. Hapko3 — no NoKasaHuaM.

PekomeHayeTcs BCeM NaLMeHTaM ¢ KIMHUYECKUMM NPOo-
aBneHuamun bl npoBefgeHve peHTreHorpaduu TpybyaTbix
KOCTeW cKkeneTta (peHTreHorpadmsa NoparKEHHOM YacTu KOCT-
HOrO CKefeTa) AN BbIBIEHUS U OLIEHKMU TSXKECTU Nopae-
HWSI KOCTHO-CYCT@BHOM CUCTEMbI MPM NOCTAHOBKE AMarHo3a
W nanee no nokasaHuam [2, 3, 15, 16, 18, 19]. YpoBeHb
y6eauTeNbHOCTU peKomeHaauun — C (ypoBeHb J0OCTO-
BEPHOCTU JOKa3aTtenbCTB — 4).

MpumeHseTca ans obHapyKeHus aepopmMauni ckenera,
nepesioMoB Y ONpPeaENeHNs TOSLLMHBbI KOPKOBOTO C/1051 KOCTEN
[19, 30]. U3MeHEHN KOCTHOM TKaHW MpPU peHTreHorpadum
Tpy64aTbiX KOCTEN MOTYT OblTb NPeACTaBEHbl UCTOHYEHUEM
HaAKOCTHULbI, 9HAOCTaNIbHOM 3y64YaTOCTbIO WU MOHWMMKEHHON
TpabeKynapHOCTbIO; AMDDY3HBIM OCTEONOPO30M, XapaKTep-
HOWM KonboobpasHov aedopMaumen AuCTanbHbIX OTAENOB
6eApEHHbIX M MPOKCUMMasbHbIX OTAEN0B 60sbliebepLIOBbIX
KOCTen (Konbbl ApneHMenepa), NoBbILLEHUEM PEHTIEHOMPO3-
PaYHOCTM KOCTHOM TKaHW; Ha/lMYMEM KUCTOBWAHbLIX MPOCBET-
NIEHWI, OYaramu OCTeosiM3nca, OCTEOCK/IEPO3a M OCTEOHe-
KpO3a, NaTonorniecknumu nepenomamu [46-48].

PekoMmeHayeTcs pacCMOTPETb NalMeHTaM C KIWHW4Ye-
CKMMK nposBneHuamu bl npoBeaeHne MPT 6eapeHHbIx
Kocten (MPT KOCTHOM TKaHu (0iHa 0651acTb)) M Ta3o6eapeH-
HbIx cycTaBoB (MPT cycTaBoB (0AMH CyCTaB)) C Lie/ibio OLLEH-
KW CTENEHU MHOUABLTPALMM KOCTHOMO MO3ra, AMAarHOCTUKK
KOCTHbIX KPU30B (MPWU HaIMYUM XapPaKTEPHON KIMHUYECKOM
KapTWHbI) M BbISIBJEHWS 04aroB acenTUYEeCKOro HeKpo3a
KOCTM NpKW NOCTaHOBKE AMarHo3a v ganee no nokasaHuam
[2, 18, 48]. YpoBeHb y6eaUTENbHOCTU PEKOMeHAaLun —
C (ypoBeHb OCTOBEPHOCTU AOKa3aTeNbCTB — 5).

PekoMmeHayeTcs pacCMOTPETb NalMeHTaM C KAWHW4Ye-
CKMMM nposiBneHnamu BIC ¢ npusHakamu nopaxKeHns Kpyn-
HbIX CyCTaBOB M OCEBOro cKkeneta npoBeaerHune KT ¢ uenbto
OLIEHKM TSXKeCTU nopaxkeHus [49]. YpoBeHb yo6eauTenb-
HOCTU peKomeHpauui — C (ypoBeHb JOCTOBEPHOCTHU
AOKa3aTtenbCcTB — 4).

PekomeHayeTcs nauMeHTam € KIMHUYECKMMU MposiBNe-
HusSMKU Bl npoBeaeHMe PEHTreHOAEHCUTOMETPUU C LIENbIO
BbISIBJIEHUA CHUXXEHHOW MWHEpanbHOM MAOTHOCTU KOCTHOM
TKaHu (MIKT) npn noctaHoBKe anMarHo3a bl v ganee npo-
Be/IEHNE UccnegoBaHus He pexe yem 1 pas B roa[2, 18, 19,
48, 50]. YpoBeHb y6eauTeNbHOCTU peKomeHaauun — C
(ypoBeHb JOCTOBEPHOCTU AOKa3aTeNbCTB — 4).

KonnyecTBEHHbIM METOAOM JlyYEBOM [AMArHOCTUKM
y neten ¢ Bl ABndeTca peHTreHoAeHCUTOMETPUS Mosic-
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

HMYHOrO OTAeNa MO3BOHOYHMKA, KoTopas npeacraBaser
CcoOOM «30N10TON CTaHAapT AN BbIABNEHWUS CHUXEHHOMN
MMKT. MeToa ocHOBbIBAETCS Ha onpeaeneHn NPoeKLMoH-
Hon MIMKT, ycTaHaBnnBaeT U3MEHEHWUS HA PaAHHUX CTaAMAX
Bl 1 no3Bonser NpPoBOANTb MOHUTOPUHI 3DDEKTUBHOCTH
Tepanuu. CteneHb cHMxeHua MIMKT y netei onpeaensercs
C NOMOLLbIO Z-KPUTEPUSA (Z-SCore) — Konuyectsa cTaHfapT-
HbIX OTKJIOHEHWIN (SD), Ha KOoTopoe pe3ynbTaT U3MepeHus
OTNMYaeTCs OT CpefHen BenWyuHbl AN9 AaHHOro BO3pac-
Ta v nona. HenmHBa3nMBHOCTb, WKPOKas AOCTYMHOCTb, HU3-
Kas nyyeBas Harpyska, ObICTpOe MonyvyeHue pel3ynbraTtoB
W BbiICOKas TO4HOCTb KOJIMYECTBEHHOIO aHanM3a No3BONSAOT
MCNONb30BaTb PEHTITEHOAEHCUTOMETPUIO Y AeTel. AHanu3
pes3ynbTaToB MPOBOAMTCS C Y4E€TOM KOCTHOro BO3pacTa
pebeHKa, onpenensieMoro npeaBapuTenbHO NO PEHTreHo-
rpammam KocTew kucten [15, 51, 52].

PekomeHayeTcs naumMeHTam ¢ KIMHUYECKUMN NPU3HaKa-
Mu BI" (Mo noKasaHuaMm) npoBeaeHne Aonniep-axoKapano-
rpadun, anekTpokapanorpadumn Ana GUarHOCTUKKU U KOH-
TPONSA NEroYHoM runepTeH3nn; peHTreHorpadum nerkux
nnu KT opraHoB rpyaHow NoaocTv AN AMarHOCTUKM M KOH-
TPOAS COCTOSIHUA Nerkux; uccnegosaHve GyHKUMM BHEL-
HEero AblxaHus ANS OLEHKW NeroyHon GpyHkumu [3, 19, 22,
32, 53]. YpoBeHb y6eaUTENbHOCTU peKoOMeHaauun — C
(ypoBEHb JOCTOBEPHOCTHU AOKa3aTeNbCTB — 5).

MpKn HanM4yMM NopaKeHms Nerkux nccnefoBaHUs NPoBo-
4ATCS B AMHAMMKeE, YacToTa onpeaensercs MHANBUAYyanbHo.
NccnepoBaHne GYyHKUMWM BHEWHEro AblxaHusa (MccnepoBa-
HWe HeCNPOBOLMPOBAHHbIX AblxaTeNbHbIX 06bEMOB W MOTO-
KOB) NpoBoAMUTCS AeTsaM € 5 neT.

PekomeHayeTca nauneHTam ¢ KIAWMHUYECKUMU Mpu-
3Hakamn Bl npoBeaeHne a3odaroracTpoayofeHOCKONUU
NPV HaNM4YUK COOTBETCTBYIOLMX XKanob ¢ Lebio BbIiBAEHMS
Nopa*KeHUs BEPXHWUX OTAEN0B KeNYAOHHO-KMLLEYHOrO TPaKTa
[54-56]. YpoBeHb y6eauTenbHOCTU peKomeHaauun — C
(ypoBeHb JOCTOBEPHOCTU JOKa3aTeNbCTB — 5).

PeKkomeHgyeTcs maumeHTam € MOLO3PEHWEM Ha Hew-
poHonaTtuyeckun TMn Bl npoBeaeHue aneKTpoaHuedano-
rpadvu ¢ BUAEOMOHUTOPUHIOM C LIe/blO AUArHOCTUKMU 3MNu-
NenTMyeckon aktmBHoctu [3, 17, 19, 32, 57]. YpoBeHb
y6eauTenbHOCTU pekoMmeHaauun — C (ypoBeHb A0OCTO-
BEPHOCTU JOKa3aTenbCcTB — 4).

PekomeHfoBaHa BceM nauMeHTaM C KJIWMHUYECKUMMU
npu3Hakamu bl KoHcynbTauua Bpayva-odTanbmonora
¢ npoBegeHneM obTaNbMOCKOMUKU C Leblo AMArHOCTUKHK
nopaxeHus rnas, afiekTpooKynorpadmm (N0 BO3MOXKHOC-
TM) — nauueHTam C KAMHUYECKMMMU NPU3HaAKaMu Henpo-
Honatuyecknx dopm Bl [58]. YpoBeHb y6eaUTENbHOCTH
peKomeHpauui — A (YypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTB — 3).

[Ma3Hble CMMNTOMbI MOTYT BCTPEYaTbCs Npu pasinyHbIX
Tunax Bl npu Bl 2-ro n 3-ro tunoB Ha6nogatoTcs OMA
n/uUnn Kocornasue (ctpabusm), ocoboe BHUMaHUe cnegyet
yAeNUTb nauueHTaMm € NOAO3PEHUEM MAW YCTAHOBJIEHHbLIM
avarHosom bl 3C Tvna B CBA3M C BEPOSATHOCTbIO Pa3BUTHSA
NMOMYTHEHMS POrOBULLbI.

PekomeHaoBaHO nauMeHTaM C KAWHWYECKMMM Mpu-
3Hakamu Bl nNpu HanMyMmM HEBPONOrMYECKOM cuMMTOMa-
TUKK npoBegeHne MPT unun (MmeHee npeanoyTutensHo) KT
rOIOBHOrO MO3ra C LUeNblo BU3yanu3auun MnoparKeHun
ronoBHOro mo3ra [32, 59, 60]. YpoBeHb y6eaUTENbHOCTH
peKomeHaauun — C (ypoBeHb AOCTOBEPHOCTU JOKa3a-
TenbcTB — 5).

Y naumneHToB C HeMpoHonaTuyeckumu Tunamu bIM onuca-
Hbl C/ly4an KOPKOBO-MOAKOPKOBOM aTpodun roIOBHOro MO3-
ra. Tak)Ke AaHHble MeToAbl NO3BOASAIOT NPOBOAUTL Andde-
peHuUnanbHO-ANarHOCTUYECKUIM NMOUCK cpean 3aboneBaHui

CO CXO[HbIMW KIWHUYECKMMM MposiBNEHUIMU. Hapkos —
no noKasaHusmM.

PekomeH0BaHO NauMeHTam C KAMHUYECKUMU NPU3Ha-
Kamu unu aguarHoctupoBaHHon Bl 3C Tuna npoBeaeHue
axoKapanorpadumn ¢ Lenbo AMarHoCTUKM U KOHTPONS Kaslb-
umMduKaumm KnanaHoB cepaua [32, 39]. YpoBeHb y6eau-
Te/IbHOCTU peKkoMeHpauun — C (ypoBeHb JOCTOBEPHO-
CTU fiI0Ka3aTeNbCTB — 5). TaKkKe MOXeT NpoBoAnTbLCS Y3U
KOPOHapPHbIX apTepui, aopTbl (AyN1eKCHOe CKaHMpOoBaHWe
aopThl, AYNJIEKCHOE CKaHWPOBaHWE KOPOHAPHbIX COCYAOB)
C LleNblo ANarHoCTUKM M MOHUTOPUPOBAHUS KaNbLMdpUKaLmMm
cepaua u cocyaos [61].

PekomeHaoBaHbl NPpU KAMHUYECKUX NMpu3HaKkax blr Hen-
pOHOMATUYECKOro TUNa MccnegoBaHMe crnyxa Yy MaleHbKUX
[eTen, TOHaNbHas ayAMOMEeTPUs y AeTel cTapliero Bo3pacTa
C LIENIbIO OLIEHKM CNTYX0BOM DYHKLUKU, B TOM YUCNE B AUHAMMU-
Ke [32]. YpoBeHb y6eaUTeNnbHOCTU peKomeHgauuim — C
(ypoBeHb AOCTOBEPHOCTU JOKa3aTenbCcTB — 5).

WUHBIE AUATHOCTUYECKMUE UCC/NIEAOBAHUA

PekomeHayeTcs npu MNOCTaHOBKE AuMarHo3a nauueH-
TaM C KIMHUYECKMMKU Npu3Hakamun bl npuMeHsaTb MynbTu-
AVMCUMNAMHAPHbBIM NOAX0L4 BBMAY TOro, 4Yto 3abofieBaHue
XapaKTepusyeTcs NnopaxeHUeM MHOMMX OpraHoB U CUCTEM,
TpebyeT KOMMNEKCHOM Tepanuu, 4YTo AMKTYEeT HeobXxonu-
MOCTb COBMECTHOrO BeAeHMs nauueHTa cneuuanuctamu
pa3Hbix npodunen [58, 62-64]. YpoBeHb y6eaUTeNb-
HOCTU peKomMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKa3aTenbCcTB — 5).

lMoKa3aHbl NepBMUYHbIE U NOBTOPHbIE KOHCY/bTaLMK BPpa-
Yya-neguatpa / Bpada obwen NpakTUKK (ceMenHoro Bpaya),
remaTonora / AETCKOro OHKofora-remMartonora, ractpoaH-
Teponora, reHeTuKa, HeBposora, obTanbmonora, TpaBma-
Tonora-opTtoneaa, AETCKOro Kapauonora, nynbMOHOMOra,
CcypAonora-oTopMHoONapuHronora, ncuxuarpa, MeguLMHCKO-
ro ncuxofiora, a TaK)e Bpayven Apyrux cneuunanbHoOCTEN
nauueHtam ¢ bl' B 3aBUCUMOCTM OT KIMHUYECKOM CUTYaLMK
[58, 62-64].

He pekomeHgoBaHbl nNpu nogo3peHun Ha bl nposene-
HWe MyHKLMKM KOCTHOrO MO3ra W Apyrue MHBasuBHble Ana-
FHOCTMYECKME MeponpuaTHa (BMONCHUS NeYeHU, cenel3eHKm)
B CBSA3M C OTCYyTCTBMEM 06OCHOBAHHOM HEOBXOAMMOCTH [65].
YpoBeHb y6eauTeNnbHOCTU peKomeHaauun — C (ypo-
BEHb OCTOBEPHOCTU fOKa3aTenbcTB — 5).

Mpu coBpemMeHHOM ypoBHe NnabopaTOpHOM AMarHOCTH-
KM HEeT HeobXoAMMOCTM Moucka rowepom. Mccnegosanms
MOryT NPOBOAMTLCA TONbKO B crnyyae anddepeHumansHon
[LMarHoCTUKM / MOMCKa MHOW NaTonoruu.

AUOOEPEHLUANIBHAA AUATHOCTUKA

[OunarHo3 bl ycTaHaBAMBaeTCH Ha OCHOBAHMU COBOKYM-
HOCTU KJIMHWYECKMX [OaHHbIX, pe3ynbTatoB NlabopaTopHO-
ro uccneaoBaHus, BKAOYalOWeEro B ce6s GMOXMMUYECKUM
N MONEKYNAPHO-TEHETUYECKUIN aHann3.

YuynTbiBaa BblpaxeHHYi0 GEHOTUNMUYECKYI0 retepo-
reHHOCTb, LWMPOKYI0 BapuabenbHOCTb BO3pacTa AebtoTa
Bl HecneuMPUYHOCTb PaAHHUX KIMHWUYECKUX NposiBle-
HUN, HEOBXO0AMMO MPOBOAUTL AMddepeHUMnaNbHylO Ana-
FHOCTUKY C 60NbLIMM KOIMYECTBOM remMaToNorMYecKux,
NeYeHOYHbIX, KOCTHbIX, HEBPOJIOTMYECKUX 3aboneBaHum
M APYrMMU HacneacTBeHHbIMU MeTabonnMyecKkumu 6ones-
HAaMu [3, 15, 19].

[OuarHos bI' cneayet 3anofo3puTb y NauneHTa ¢ Heo6b-
SICHUMOMN CMNJIEHO- U renaTtomMerannen, UMTONeHnemh U CUM-
NTOMaMu NopaxKeHUs KOCTeMN.

Ona Bl 1-ro Tna B 3aBUCMMOCTHK OT BMAa MaHudecTa-
UMM — pa3Hoobpa3Hble 3K30reHHble U HacneacTBEHHble



3a60neBaHuKsa, COMPOBOXAAlOLWMECA BUCLEpOMeranven,
OCTPbIMK BONSIMM B KOCTSIX, KPOBOTOYMBOCTLIO MpPU OTCYT-
CTBMMW HEBPONOTMYECKON CUMNTOMATUKM.

LIMTONEHNYECKMI U reMopparnyecKkni CUHAPOMBbI Yalle
BCEero Heobxoanmo anddepeHumpoBaTtb ¢ numbonponmde-
paTMBHbIMK U MUenonponndepaTMBHbIMU 3a60NEBaAHUSAMM,
MWUENOAUCNNACTUYECKUM CUHAPOMOM, aHEMWUSMWU APYrom
3TUONOrUU, UMMYHHOW TPOMBOLMTONEHUEN, TPOMBOLMTONA-
TUAMK U Koarynonatusamu (remoodunus) [1, 66].

OnddepeHunanbHylo AMarHOCTUKY renatofiMeHanbHoro
CYHAPOMa NPOBOAAT C APYrMMK 3ab0NeBaHUAMU, XapaKTe-
PUBYIOLLMMHUCS YBENMYEHNEM MEYEHN U CENE3EHKM, NpeXxKae
BCEro co couHronnnuaolamu (6onesHb HumaHHa — luka,
™Mn A/B), 3a6oneBaHUIMU MeYeHn C pasBUTUEM LMPPO-
3a W NnopTaibHOW TUNEPTEH3UU (BHYTPUYTPOOHbIE WUHPEK-
LMW, BUPYCHbIE renaTuTbl, ayTOMMMYHHbIN renatuT, 601e3Hb
BunbcoHa, rnuKkoreHoBass 60/e3Hb, HEAOCTAaTOYHOCTb
anbda-1-aHTUTPUNCUHA, TUPO3UHEMUS, AeDULUT TN30COM-
HOM KWCNOW nunasbl, reMoXpomMartos, rmcTmoumTos) [5, 12,
15, 671].

OnddepeHyunanbHylo [OMArHOCTUKY acenTUYeCKMX
HEKPO30B roN0BKK 6epeHHON KOCTU NPOBOAAT ¢ 60M1e3-
Hbto lMepTeca; KOCTHbIX KPUM30B — C OCTEOMWENUTOM;
XPOHUYECKUX OCCaNrnMm U apTpanrnun — ¢ 6019Mu pocTa,
peBMaToNorn4yecKon natonornen (@apTpuTbl), remobnacTo-
3aMu, CUHAPOMOM BaHTU U KOCTHbIM Tyb6epKynesom [15,
16, 68].

MpKn gnarHocTMKe renatocnieHoMeranum ¢ HEBPONOru-
4ecKoW cumnToMaTukom (2-n n 3- Tunel BIN) Heo6xoanMO
WCKNOYNTb BCE MHbAHTUNBbHbIE GOPMbI CHUHIONMMNMA030B
(6one3Hb HumanHa - Muka, Tun C), GM1-raHrnMo3naos,
rafiaktocvManuaos, 6one3Hb BonbmaHa, 6one3Hb Papbepa
(aTununyHble GopMbl), a TakxKe BpoxaeHHyto OMA [5, 12, 15].

Kpome ToOro, pexkomeHgoBaHo AaudbdepeHumpoBaTb
¢ GM2-raHrmMo3ng030M — OCHOBHbIMU KIIMHUYECKUMM NPO-
ABNEHUAMMN BONE3HU ABASIOTCH PEerpecc MOTOPHbIX MU MCU-
XOpeYeBbIX HAaBbIKOB, YXyALIEHNE KOrHUTUBHbLIX MPOLLECCOB,
nporpeccupyowas Mmakpouedanus, auddysHasa MblleyHas
rMNOTOHMA (BO3MOXEH Mapasny), CYAOPOXKHbIM CUHAPOM.
[MpaKTUYeCKM y BCEX NALMEHTOB C AaHHbIM 3a6ofeBaHueMm
npu odTanbMOCKOMUM BbIBASETCS CMMNTOM «BULLUHEBOM
KOCTOYKW» Ha rna3Hom aHe [69].

MeauKo-reHeTU4eCKoe KOHCY/IbTUpoBaHue

M KOMIUIEKCHOE ucciejoBaHue Ana npeHaTalbHON

AWarHOCTUKMW HapyLleHUn pa3BUTUA peGeHKa

(npeHaTtanbHas gMarHoCcTUKa)

PekomeHpyeTcs ceMmbsiM ¢ getbMu ¢ Bl KoHcynbTauus
Bpaya-reHeTnKa Cc NpoBEeAEHUEM MeAUKO-reHEeTUYEeCKOoro
KOHCYNbTMPOBaHMS (M NpoBefeHnemM Heobxoanmoro obene-
[OBaHWs MO ero peKoMeHAauuu) C Lebld pas3bsiCHEHUA
reHeTM4yecKoro pucka [2, 3, 16-19]. YpoBeHb y6egurtesb-
HOCTH peKoMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKasaTtenbCcTB — 4).

Kak 1 npu gpyrux ayToCOMHO-peLLeCCUBHbIX 3abonesa-
Husax, Npu Bl ang Kaxxaon 6epeMeHHOCTU PUCK POXKAEHUS
pebeHKa ¢ bl coctaBnaeT 25%. B ceMbsix, rae ecTb pebeHoK
¢ Br, cyuiecTByeT BOBMOXKHOCTb NPOBEAEHUS KOMMIEKCHOIO
nccneaoBaHusa s npeHatanbHON AMarHOCTUKK HapyLWweHUN
pa3BuTUa pebeHKa (NnpeHaTasbHOM AWMArHOCTUKKM) U npe-
UMNAQHTALMOHHOIO rEHEeTUYECKOro TECTUPOBAHUSA (MPenM-
NAaHTauMOHHOM AMArHOCTUKM).

KomnnekcHoe uccnegoBaHue And npeHatanbHOM Aua-
THOCTUKM HapyleHUn pas3BuTua pebeHKka (BHYTPUYTPOO-
HO) NPOBOAUTCA MONEKYNAPHO-TEHETUYECKUMN METOLaMM,
nytem uccneposanusa AHK, BbigeneHHon M3 6uontata Bop-
CWMH XOpWOHa Ha 9-11-1 Hep.

JIEMEHME

KoHcepBaTuBHOE ne4yeHue

PekomeHgyeTca noxmnaHeHHas P3T naumeHTam ¢ noa-
TBEPXKAEHHbIM AnarHo3om Bl 1-ro Tmna 6e3 noparKeHus
HepBHOW cuctembl [1-3, 5, 13] n naumMeHTaMm ¢ XpOHUYECKUM
nopakeHmem HepsHoW cuctembl (Bl 3-ro TMna), y KoTto-
pbIX UMEKTCH KIMHUYECKU 3HAYMMble HEHEBPOOTMYECKME
(remaTonornyecKkne, BUCLIEPanbHble, KOCTHbIE) NPOSBNEHNUS
3abonesaHusa [3, 16-18, 70]. YpoBeHb y6eaAUTE/IbHOCTHU
pekomeHpauun — C (ypoBeHb JOCTOBEPHOCTU JJOKa3a-
TeNnbCTB — 2).

®3T obecneynmBaeT yCTOMYMBOE YNyylleHWEe COCTOSHUSA
nauMeHTOB: HOPManM3yeT KOHLIEHTpauWo remornobuHa,
KONMMYeCcTBO TPOMGOLIMTOB; pa3mep MeYEeHW U CEeNe3EeHKM
(y HECMIEHIKTOMMPOBAHHbIX 60JbHbIX); KYNUPYeT KOCTHble
6011, NpefoTBpaLLaeT Pa3BUTUE OCTEOHEKPO30B M KOCTHbIX
KPW30B; NPMBOAMT K HOpManu3auun pocTa v 3Ha4YUTebHO
MOBbILAET KA4eCTBO XWU3HU geTen ¢ bBI.

B cBA3K C reteporeHHoCTb0 3aboneBaHus go3a npe-
napaTta AO/KHa noa6upaTbCid MHAMBMAYANbHO, 3aBUCKT
OT TSXKECTU MPOSIBIEHUA U MOMKET MOBbIWATLCA WKW CHU-
*aTbCs B 3aBMCMMOCTM OT YCMELIHOCTU AOCTUKEHNS Tepa-
NEBTUYECKUX LENIeN Ha OCHOBAHWUWM OLEHKWM KJIMHUYECKMUX
M NabopaTopHO-UHCTPYMEHTaNbHbIX NposBNeHnn [2, 3, 16,
17, 71]. NMpenmywecteom P3T gaBnseTca BbICOKOM Npoduiib
6e30MacHOCTU U 3GPEKTUBHOCTHM AN1F KYNMUPOBAHUSA OCHOB-
HbIX NposiBneHun Bl a HegocTaTKM 06YCNOBMEHbI YacTbiMM
MHOY3USMK, CHUMNKAKOWMMU KaA4YeCTBO MKM3HKU MNaLMEHTOB,
N OTCYTCTBMEM BIMSHUS HA HEBPOJIOTMYECKYO CUMMITOMATH-
Ky (AaXke npu BbICOKUX A03aX) B CBA3U C HEBO3MOXHOCTbIO
NMPOHUKHOBEHMSA NpenapaTa Yepes3 reMaTtosHuePanInyecKum
6apbep M OTCYTCTBMEM MaHHO3HbIX PELIENTOPOB Ha MEM-
6paHax HenpoHoB [15, 71, 72].

B Poccuinckon deaepalmm 3aperMcTpMpoBaHbl 3 nekap-
CTBEHHbIX cpeacTBa ans nposeaeHus O3T:

°  umuUrouepasa;

° Benarnwuepasa anboda;

° Tanurnouepasa anbda.

Umurnoyepasza — moaudumumpoBaHHasa Gopma KUCIon
B-rnioko3naasbl YeloBEKa — NOKa3aHa A/ ieyeHns feten
M B3POC/bIX C NOATBEPHKAEHHbIM AnarHo3om bl PaspelieHa
c poxaeHus. Y gneten ¢ bl HayanbHasa go3a MmuUrIoLepasbl
COCTaBNSET:

e npu 1-m TMne Bl 6e3 noparkeHua TpybyaTbiX KOCTEM
cKkeneta — 15-30 E[l/kr Ha 1 BBeaeHue 1 pa3 B 2 Hefq
[3, 73, 74);

° npu 1-m Tune Bl ¢ nopaxeHuem TpybyaTbiX KOCTEN
cKeneTa (KOCTHble KpW3bl, NATOIOTMYECKNE NMEPESOMBI,
oyarv NUTUYECKOW AeCTPYKUMK, acenTUieCcKUn HEKPO3
rofloBOK 6eapeHHbIX KocTen) — 60 E[l/Kr Ha 1 BBefge-
Hue 1 pa3 B 2 Hep [13, 56-60];

* npu 3-m Tvne bI' — 60 E[/Kkr Ha 1 BBegeHue 1 pas
B 2 Hepd.

Benarnwuepa3sa anbga nokasaHa Ana AIUTENbHOro
neveHus geten ¢ bl 1-ro Tmna ¢ poxaeHus. PekomeHayemas
fo3a coctaBnset 30-60 E[l/kr 1 pas B 2 HeA. 103y MOXHO
KOpPEeKTUpoBaTb MHAMBUAYANIbHO, HA OCHOBaHMM JOCTUMKE-
HUS OXKMaaemoro apodeKTa U ero CoOXpaHeHus, 0IHaKo Npw-
MeHeHue 103 Bbiwe 60 E[l/Kr He nayyeHo [3, 75-78].

MoKeT OKa3biBaTb BO3JEWCTBME Ha BUCLEpabHble
NnposiBNEHNS y NauMeHToB ¢ 3aboneBaHuem 3-ro Tuna,
HO He BAMUSIET Ha HeBponorndyeckun ucxon [32]. losa Bena-
rmouepasbl anbda npu bl 3-ro Tuna — 60 EA/Kr B 1 BBE-
nexue [79, 80].

Tanurnwouyepasa anbga nokaszaHa NS NevYeHus aeTten
M B3POC/bIX C MOATBEPXKAEHHbIM AnarHo3om bIM 1-ro Tuna.
[Ona nevyeHuss geten B Bo3pacTte OT 2 A0 18 neT ¢ BUC-
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

uepanbHbIMU MW FemMaToNorMyeckumm nposisneHnsmu bl
PekomeHayemasn posa coctaBnser 30-60 EA/kr 1 pas
B 2 Hej — B 3aBMCUMMOCTU OT KJIMHUYECKOMN OLIEHKM, MPO-
BeJEHHON NlevallmMm Bpayvom [6, 81, 82].

He pexkomeHayetcs P3T npu Bl 2-ro TMna B CBA3K
c oTcytcTBMeM addeKTa [64]. YpoBeHb y6eaAUTENIbHOCTHU
peKomeHaauuin — C (ypoBeHb AOCTOBEPHOCTU JOKa3a-
TenbcTB — 5).

PekomeHayetca nauueHTam ¢ bl gna npodunakTuku
M NpU pasBUTUM MNPOSIBAIEHUI OCTEONEeHMM/ocTeonoposa
B KOMMJIEKCHOM Tepanuu NpUMeHsATb, COrnacHo 06LLEeNpPUHS-
TbIM peKoMeHfauuam, npenapatbl rpynn «Butammu D u ero
aHanorun», «fpenapatbl KanbUus» ANg 3ameaneHus v npe-
KpalleHMs noTepu KOCTHOW Macchl, MOBbIWEHUS ee Mpoy-
HOCTM, NpeaoTBpalleHns nepenomoB KocTen [83]. YpoBeHb
y6eauTenbHOCTU pekoMmeHaauun — C (ypoBeHb A0OCTO-
BEPHOCTHU JOKa3aTenbCTB — 5).

Momumo P3T, Ha PpoHe KOTOPOW MOKalaHo ynyyule-
HWEe COCTOSIHUS KOCTHOW TKaHu y nauueHTtos ¢ Bl y geten
C JaHHbIM 3a60/1IeBaHMEM MPUMEHSAETCS CUMNTOMaTUYecKas
Tepanus, BKAOYalowas HasHa4yeHue gueTbl, 060oraleHHoOn
KanbLuKneMm, 1 npenapatoB KaibLus COBMECTHO C npenapa-
ToM rpynnbl BuTamuHa D n ero aHanoros. lNpumeHsoTcs
npenapaTbl B COOTBETCTBMU C PEKOMEHAALMAMM MO OCTEO-
nopo3y/oCTeONEeHUMN.

B KayecTBe cuMMMITOMaTM4eCKOW Tepamnuu CKeNeTHbIX
OCNOXHeHUM Bl 1-ro TMNa NpuMeHsT Npu 605X MecTHble
n nepopanbHble GOPMbl HECTEPOMAHbLIX MPOTUMBOBOCNANM-
TenbHbIX Npenapatos (HIMBIM) u (B psae cnyvyaes) NPOTUBO-
MUKPOOGHbIE NpenapaTbl CUCTEMHOrO AENCTBUA — MNpw BTO-
PUYHOM MHPUUMpPOBaHUK [64]. pn ypoBHE TPOMOGOLMTOB
mMeHee 50 x 109/n HIMBIM He cneayeT Ha3HayaTb B CBA3M
C PUCKOM reMopparmuyecknx 0CI0XKHEHUN.

He pekomeHayeTcs nauuMeHTam C AOKal3aHHbIM Aua-
rHo3om Bl Ha3HayeHMe KOPTUKOCTEPOMAOB CUCTEMHOIO
LENCTBUS C LeNblo KynMpOBaHUS LMTOMNEHUYECKOro CHWH-
ApOoMa BBMAY OTCYTCTBUSA 3DODEKTUBHOCTU U HEraTMBHOIMO
BO3/JENCTBMS Ha KOCTHYIO TKaHb [1]. YpoBeHb yoeauTeb-
HOCTU peKomMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKa3aTenbCcTB — 5).

He pekomeHayeTcsa Ha3HavyeHue npenapaToB Kenesa
nauneHTam c pasBepHyTon KapTuHoW Bl Tak Kak aHemus
B 3TWUX CAy4asix HOCUT XapaKTep «aHemuu Bocnanexus» [1].
YpoBeHb y6eauTeNbHOCTU peKomeHaauun — C (ypo-
BEHb AOCTOBEPHOCTU fOKa3aTenbCcTB — 5).

XupypruuecKkoe neyeHume

PekomeHayeTcs nauneHTam ¢ Bl B peakmx cnyvasx
npu HeobpaTUMbIX KOCTHbIX MOparKeHWsX (0CTeoapTpo3bl)
npoBefeHne onepaTUBHOMO IeYeHns — 3HLONPOTE3NPOBa-
HWe CyCTaBOB AN KYNUMPOBaHWS XPOHWYECKOW 60/M, BOC-
CTaHOBEHUA OYHKLUMM U 3HAYUTENBHOIO YNyylWeEHNUs Kaye-
CTBa XM3HU. NpoBoaunTcsa nocne ctabunmsauumn CoCcToaHUS
nauveHta Ha poHe P3T [64]. YpoBeHb y6eaUTENbHOCTH
peKomeHaauun — C (ypoBeHb AOCTOBEPHOCTU JOKa3a-
TenbcTB — 5).

He pekomeHayeTca npoBeAeHue CrnaeHIKTOMUU NaLmeH-
Tam ¢ Bl Tak KaK nocne yaaneHus cene3eHKku Knetku fowe
B OCHOBHOM HaKaniMBatoTCs B NeYeHu, KOCTAX, nerkux [2, 17,
19, 68]. YpoBeHb y6eAUTEeNbHOCTU peKomMmeHaauuin — C
(ypoBEHb JOCTOBEPHOCTU JOKa3aTeNbCTB — 5).

HapyweHne CTpYyKTypbl M QYHKLUKM I3TUX OpPraHoB
BCNEACTBME «MCNONb30BaHUSA HE NO Ha3HaYeHUIo» MPUBO-
AWT K Heo6paTUMbIM NOCNEACTBUSAM: pa3BUTHIO LMppo3a
nevyeHu, gedopmaLmm Koctenm M cyctaBos, pubposy ner-
KUX U TSXKENOW NerovyHo-cepaevyHon HeaoCTaTOYHOCTM.
Cpeaun naumeHToB, NepeHecwnx CNaeHIKTOMUIO, OTMeYe-

Ha TaKXe accoumaumns Mexay NoBblWEHHbIM COAEPKaHu-
€M TPOMOOLMTOB B KPOBU U OCTEOHEKPO30M, YTO MOXKET
OblTb CBA3aHO C pa3BUTMEM BHYTPUKOCTHOrO TpoM603a
[2, 17, 19, 68].

PekomeHayeTcsa nauuveHtam ¢ Bl Bo Bpemsa nposs-
NIEHNS KOCTHOIO Kpu3a NpoBoAWTb AnddepeHumanbHyo
[AMarHoCTUKY C OCTEOMUENNTOM BO M36eXaHWe UINULIHErO
Xupypruyeckoro Bmellatenoctsa [83-85]. lpu xupypru-
YeCKMX BMeLlaTenbCTBax CyLleCTBYET MOBbLIWEHHbIA PUCK
KpoBOTeYeHNs U MHOMUMPOBaHKS. YpoBeHb y6eauTenb-
HOCTU peKomMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKa3aTenbCcTB — 5).

MEQULIMHCKASA PEABU/IMTALIUA

U CAHATOPHO-KYPOPTHOE JIEYEHME

NMauneHtam ¢ Bl peKoMeHAOBaHO paccMOTpeTb MNpo-
BeeHWe KOHCYNbTauni MeanLMHCKOro ncmuxonora ¢ Luenbio
OLLEHKM MCUXONOMMYECKOro COCTOSIHUSA 1, NPU HEOBXOANMO-
CTW, ero Koppekuuu [32, 62]. YpoBeHb y6eaAUTENIbHOCTH
peKkomeHpauuin — C (ypoBeHb JOCTOBEPHOCTU flOKa3a-
TenbcTB — 5).

Hanuyne 6onu, BUCLLEepalibHbIX OCOOEHHOCTEN, 3aLepXK-
Ka pocTa 1 nybepTaTa, olylieHme cnabocTn CNoco6HbI Hera-
TMBHO OTPa3WTbCH Ha CaMOOLEHKE NauueHTa, YTO MOXKET
notpe6oBaTb NCUXONOTMYECKON MOMOLLM.

PekomeHaoBaHO nauMeHTam C HelMpoHomnaTUYeCKUMMU
TMnamu bl npoBeAeHne OLLEHKN MHTENNIEKTYaNbHOMO pa3Bu-
TMS C Lenbto GopMMpPOBaHUS peKoMeHZaL M No onTumasb-
HOMN KOMMYyHWKauuu [32, 62]. YpoBeHb y6eaUTEeNbHOCTH
peKkomeHpauuin — C (ypoBeHb JOCTOBEPHOCTU flOKa3a-
TenbcTB — 5).

PekomeHgoBaHo nauueHTam c¢ bl HabnogeHue Bpa-
ya ¢du3Myeckon u peabunutaumoHHOM MeAULMHbI, Bpa-
ya-puanoTepaneBTa, Bpaya nNo sie4yebHon OGUIKYIbTypeE,
npoBefeHne MeponpuUaTU, HanpaBieHHbIX Ha yny4leHue
UK coxpaHeHne GU3NYEeCKon aKTMBHOCTM U Npegynpexae-
HWe yBeNMYeHUs macchl Tena ¢ LeNbto NOBbILLEHNS KavyecTBa
YKWU3HKU, COXPaHEHUs BO3MOXHOCTEN BbINOMHEHUS MOBCeS-
HeBHbIX GYHKUMI [32, 62]. YpoBeHb y6eauTe/IbHOCTH
peKkomeHpauuin — C (ypoBeHb JOCTOBEPHOCTU flOKa3a-
TenbcTB — 5).

PeKomeHgaunm:

°  dU3MYEeCKMe ynparKHEeHUs cpefHen CTENEHN Harpy3Kku >
3 pa3 B Hejeno, 340p0BOE NUTaHUE;

° nepea NPUHATUEM PeLIEeHNs O 3aHATUSAX CNOPTOM Heob-
XOAMMa KOHCynbTauus nevawero Bpaya AN9 OLEHKM
BO3MOXHOCTEN NaLMeHTa Ha OCHOBaHWKN €ro COCTOSIHUS;

° nauueHTaMm co cnjeHomeranunewn cneagyet nsberatb KOH-
TaKTHbIX BMAOB CNopTa BCAELCTBME PUCKA KPOBOTOYM-
BOCTW, BCEM MNauueHTaM — BCNeACTBME BO3MOXKHOIO
pUCKa nepenomos;

° nnaBaHWe — OfMH M3 Haubonee KenatefibHblX BUAOB
GU3NYECKON aKTUBHOCTHU ANst 6O/bLUMHCTBA NaUMEHTOB
¢ bl BcneactBne yMeHbLWEHUS BAUSHUA CUNbl TSXKECTH,
BO BPeM$ MaaBaHUs YKpennseTca Myckynatypa v MUHM-
MU3KUpYyeTCs Harpy3Ka Ha cycTaBbl;

° nauuveHTaMm Mocjae 3JHLONPOTE3MPOBaAHWUA He cnepyer
BbIMOMHATL MPbIXKKKW, KaTaTbCsA Ha FOPHbIX fbIXKaX U 3aHM-
MaTbCs APYrMMM TpaBMOOMacHbIMWU BUAAMW aKTMBHO-
cTen [86].

NMPO®UJIAKTUKA U AUCNAHCEPHOE

HABJMIIOAEHUE

MpodunakTuka

PekomeHayeTcsa ceMbsMm, nmewmm pebeHka ¢ bl KOH-
cynbTauua Bpaya-reHeTuKa ¢ Lenblo onpeaeneHus reHeTu-
YECKUX PUCKOB A1 CEMbM U NPOrHo3a notomcrtea [25, 32].



YpoBeHb y6eauTeNbHOCTU peKomeHaauun — C (ypo-
BE€Hb JOCTOBEPHOCTU JOKa3aTeNbCTB — 5).

KaK n npu apyrux ayToCOMHO-peLecCuMBHbIX 3aboneBa-
Huax, Npu Bl ang Kaxxagon 6epeMeHHOCTM PUCK POXKAEHMUS
pebeHKka ¢ bl coctaBnsieT 25%. B cembsix, rae ectb pebeHoK
¢ Bl cyuiectByeT BO3MOXHOCTb NPOBEAEHUSA KOMIMIEKCHOIO
nccnegoBaHnsa ans npeHaTasbHON AMarHOCTUKK HapyLweHUI
pa3BuTna pebeHKka (npeHaTalbHOW AWMArHOCTMKW) U npe-
UMMNI@HTALMOHHOIO FreHEeTUYECKOro TeCTUPOBaAHUSA (MPenm-
NAaHTaUMOHHOM AMarHocTuMkuM). KomnnexkcHoe wccnenoBa-
HWe AN9 NpeHaTasbHON AMAarHOCTUKM HapyLLEHUH pa3BUTHS
pebeHKa (MpeHaTanbHaa gMarHoctuka) bl BO3MOXKHO MeTo-
namu AHK-gnarHoctnkm. OgHaKo ¢ y4eToM KypabenbHOCTH
[aHHOro 3aboneBaHns He06X0ANMMO 06CYANTb C CEMbEN BCE
PUCKM M NMPOrHO3bl NPW PaHHEM Havane Tepanuu.

BaKuuHauusa

MauneHTbl ¢ Bl aBnsAOTCSA rpynnon pucKa no pasBuTUIO
MHPEKLMNOHHbIX 3aboneBaHun [87]. [aHHbIX O NPOTMBOMO-
Kas3aHusx Ans NiaHoBOW BaKUMHALMKM NO HaLUMOHaIbHOMY
KaneHgapto NpUBUBOK Y NaumeHToB ¢ bl 6e3 cnneHaKToMum
HeT [88].

NauneHtam ¢ Bl ¢ HapyweHneM OYHKUUU Ccenes3eH-
KK / nocne CnaeH3aKTOMUU PEKOMEHAO0BAHO MPOBOAWUTb
BaKLUMHaALUMIO B COOTBETCTBMM C BO3PacTOM COrMacHoO
HaUMOHaNbHOMY KaneHJaplo NPUMBUBOK M KafleHaapto npo-
dUNaKTUYECKUX MPUBUBOK MO INUAEMUYECKUM NMOKA3aHUAM
[89]. YpoBeHb y6eaUTEeNbHOCTU peKomeHpauun — C
(ypoBeHb JOCTOBEPHOCTU fOKa3aTeNbCTB — 5).

TaKXe NpoBOAMTCS BaKUMHaLKUA NpoTuB Streptococcus
pneumoniae, Haemophilus influenzae tuna b n Neisseria
meningitidis. BaKuuHupoBaTb AeTen crnegyeT Ha ¢oHe
CTabUNbHOrO COMAaTUYECKOro COCTOSHMS W MPOBOAMMOM
Tepanuu.

Kpome Toro, NoCKo/bKY rpunn CBsi3aH C MOBbIWEHHbIM
PUCKOM MHEBMOKOKKOBOMW MHEBMOHWMW, ClELYyeT eXerogHo
BaKLUMHMPOBATb MPOTMB BMPYCa CE30HHOrO rpumnna BCex
NauneHToB C HapylleHneM GYHKLUN CENE3EHKM.

Ona nauvMeHTOB nepea CMJEH3KTOMUMEW BaKLUWHa-
umsa (B TomM uucne npoTtuB Streptococcus pneumoniae,
Haemophilus influenzae tvna b wn Neisseria meningitidis)
[OMXKHa 6bITb 3aBeplieHa 3a > 14 aHen go npoueaypbl, eciu
3TO BO3MOXHO, B ngeane — 3a 10-12 Hepa. Ecnn BakyuMHbI
He MOryT 6biTb BBEAEHLI B 3TOT NEPUOA BPEMEHMU, UX cneayeT
BBOAUTb Yepe3 14 gHen nocne CrnjeH3KTOMUK.

B pononHeHne K BaKuMHauuuM npodunakTUyeckoe
MCMNoSib30BaHWe NMPOTUBOMMKPOOHbLIX MpenapaTtoB CUCTEM-
HOrO AENCTBUSA CHUXKAET PUCK TAXENbIX UHPEKLMM y NaumeH-
TOB C HapyweHnem GyHKLMKM cenedeHku [89, 90].

MOHUTOPHUHI COCTOAAHUA NALUEHTOB

c 6onesHblo Nowe

BeneHve nauneHTOB crnefyeT OCYWECTBASATb B COOT-
BETCTBMM C PEKOMEHAALMSMM MO MUHUMANbHO Heobxoau-
MOMY MOHWTOPUHIY COCTOSIHUSA 60/bHbIX Npu Bl 1-ro Tmna,
pa3paboTaHHbiMM O6beAMHEHHOW MeXKAyHapOAHOW rpyn-
non no maydyeHuto Bl (International Collaborative Gaucher
Group).

MaumneHtoB ¢ Bl oo gocTuxKeHua Bo3pacTa 18 ner
HabnoaaloT Bpay-neanaTp, Bpad AETCKMI OHKOJIOr-remarto-
flor, Bpay-racTpo3aHTEponor, Npu Heo6xoAMMOCTM — Bpad
TpaBMaTosor-opTones, Bpay-HeBPOor, Bpay-odTanbMosor,
MEAMLIMHCKUI MCKUXONOr, Bpay CypAoJSior-oTOPUHONAPHUH-
rosior, Bpai QM3MYECKON M peabunMTauuMOHHOMW Meauum-
Hbl, Bpay-duanotepanesT, Bpay Mo ie4ebHON OU3KYNb-
Type, Bpay O6LlEeNn NPaKTUKKW (CEMENHbIM Bpa4) U apyrue
NpU KJIWMHWYECKOW HEOoO6XOAMMOCTM, B CPEAHEM EXeroa-

HO; NPU HEOBXOAMMOCTU U3MEHEeHUs [030BOro pexuma
unu cmeHbl npenapata ®3T — HanpaB/ieHWe B KIUHMKY,
cneuvannanpyroLyocs Ha nedyeHun bl

PekomeHayeTca BceM nauneHTam ¢ bl npoBegeHue
obuero (KIMHUMYECKOro) aHann3a KpPOBM pa3BEpHYTOro
(MccnepoBaHMe ypoBHSA o6Wero remornobuHa, 3pUTpoLU-
TOB, IENKOLMUTOB, TPOMOOLMTOB B KPOBH, anddepeHumanb-
HbIM NOACHET IEMKOLMUTOB (enKoumMTapHasa dopmyna), onpe-
AeneHne cpefHero cogepKaHua u cpefHen KoHLEeHTpauum
remornobuHa B aputpoumtax (MCH), onpeaeneHue pas-
MepoB apuTpoumtoB (MCV), nccnegoBaHne CKOpoOCTH oce-
JaHUS 9PUTPOLMTOB) AN OLEHKM OCHOBHbIX MapamMeTpoB
KPOBETBOPEHUS (C LIEeNIbI0 CBOEBPEMEHHOMO BbIBNEHMS
aHeMuu, TPOMOOLMTOMNEHUHN, NENKONEHMM), HaNU4Yns BOC-
nanuTeNbHbIX NPOLLECCOB M KOHTPOAS TepaneBTUYECKOro
addekTa [2, 3,12, 16, 18, 91]. YpoBeHb y6eaUTE/IbHOCTHU
peKomeHaauuin — C (ypoBeHb AOCTOBEPHOCTU JOKa3a-
TenbCcTB — 5).

YacTtoTa NpoBeAeHUs UCCNefoBaHUsS — He pexe yem
1 pa3 B 3—6 MeC 1AM Yallle No nokasaHusam (HeapdeKTUB-
HOCTb Tepanuu, Npu M3MEHEHUW J030BOro pexunma P3T
W/Wn CMeHe npenapara).

Bcem nauneHtam ¢ Bl nokasaHo npoBeaeHue GUMOXM-
MWYECKOro aHanM3a KpoBu (onpeaeneHne aktuBHocTn AJTT
n ACT, ypoBH$ 06Lero 6MnnpyburHa, akTMBHocTH LLLD, ypoB-
HS anbbyMKWHa, XONecTepuHa, xonecTepuHa NMnonpoTemHoB
HU3KOM MNOTHOCTU, XONECTEPUHA IMNONPOTENHOB BbICOKOM
NAOTHOCTH, TPUIULEPULOB, MOHU3UMPOBAHHOIO M 06LLEro
Kanbums B KpoBwu, pocdopa). No nokazaHnam — onpege-
JleHne ypoBHs BUTamuHa B, , (UnaHokoGanamuHa) B KpoBH,
nccnegoBaHve copepxaHus GonMeBOn KUCNOTbl B CbIBO-
pPOTKE KpPOBW, uccnenoBaHue ypoBHs 25-OH ButamuHa D
B KpoBM [15, 32-34]. YacToTa npoBeaeHns uccneaoBaHun
onpeaensieTcs MHAMBMAYaNbHO. YPOBEHb Y6 AUTEIbHOCTHU
peKomeHaauuin — C (ypoBeHb AOCTOBEPHOCTU JOKa3a-
TenbcTB — 5).

PekomeHgoBaHO BceM NauueHTam ¢ bl nccnegosaHune
YPOBHS enesa CbiIBOPOTKM KPOBM, UCCef0BaHNE Keneso-
CBS3blBalOWEN CNOCOBHOCTU CbIBOPOTKU (O6LLEN UK HEHA-
CbILLEHHON), nccnefoBaHMe YpPoBHSA deppuTMHa B KPOBU
ANS OLLEHKM COCTOSAHUS MeTabo/IM3Ma Kenesa B opraHusme
[2, 64]. HacToTa NnpoBeAeHUs UccnenoBaHnin onpeaensieTcs
MHAMBKAYaNnbHO. YpOBEeHb YGEeAUTENIbHOCTU pEeKOMeHAa-
UM — B (ypoBeHb OCTOBEPHOCTU fAOKa3aTeNbCTB —3).

PekomeHgoBaHo nauneHTam ¢ bI' uccnegoBaHue ypoB-
HA napaTMpPEeOoUAHOro ropMoOHa M OCTeOKasbLMHa B KpO-
BW 4N UCKIOYEHUS APYIrMX MPUYUH 3aboneBaHusl KocTen
W NS OLEeHKK ocTeoneHuun/octeonoposa [32, 39]. YactoTa
npoBeAeHUs UCCnefoBaHUs onpeaensaeTcs MHAUBUAYANbHO.
YpoBeHb y6eAUTeNbHOCTU peKomeHpaauun — C (ypo-
BEHb JOCTOBEPHOCTHU OKa3aTenbCcTB — 5).

PekomeHayeTca BceM nauuneHTam ¢ bl npoBegeHue
KoarynorpaMmbl (OPUEHTUPOBOYHOIO UCCIEA0BAHNS CUCTE-
Mbl remMocTasa): onpegeneHuve NB B KpoBW nan B nnasme,
onpeaeneHne AYTB 1 MHO ans oueHKM GYyHKLMOHANbHOIO
COCTOSIHUA MeYeHn U CBepTbIBalOWEN CUCTEMbI KPOBU —
no nokaszanuam [32, 40]. YactoTa npoBeaeHWs nccneaoBa-
HUS onpeaensieTcs UHAMBUAYaNbHO. YPOBEHb Yy6eauTeb-
HOCTU peKomeHaauun — C (ypoBeHb JOCTOBEPHOCTHU
AOKasaTtenbcTB — 5).

PekomeHayeTcst BceM nauueHTam ¢ blr npoBeaeHne Y3U
(Y3M opraHoB 6GptoLLHOM NOMOCTH (KOMMIEKCHOE)) M/WUAK NPO-
BegeHne MPT neyeHu u cenedeHkn (MPT opraHoB 6GptoLLIHOM
NoJIOCTH) C LieNblo onpegeneHus paamepa/o6bema opraHos
N BbIIBNIEHUSI MX O4aroBbiX NoparkeHwu [2, 64]. YpoBeHb
y6eauTenbHOCTU pekoMeHpauun — C (ypoBeHb AOCTO-
BEPHOCTU JOKasaTtenbCcTB — 5). Bbibop meToga nposo-
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

AWTCS MHAMBMAYaNbHO. YacToTa nccnefoBaHus B CpeaHeM
1 pa3 B 6-12 Mec, a TaKKe NPU USMEHEHMN JO3UPOBKHM Npe-
naparta UM Npu 3HaYUTENbHbBIX KIMHUYECKUX OCOXKHEHMAX
[2, 3,16, 18, 19]. Hapko3 — no nokasaHUsM.

PekomeHgyeTcs nauneHTam ¢ bl paccMoTpeTb Npu BO3-
MOXHOCTW NPOBEAEHNE 3N1aCTOMETPUN MEYEHN U CENe3eH-
KM C LeNblo OLEHKM MNIOTHOCTU MeYeHu B AUHAMUKE —
no nokasaHuam [15, 92, 93]. YpoBeHb y6eAUTENbHOCTH
peKomeHaauun — C (ypoBeHb AOCTOBEPHOCTU JOKa3a-
TenbCcTB — 4).

PekomeHgyeTcs nauneHtam ¢ Bl npoBeaeHne peHTre-
Horpaduu TpybyaTbiXx KOCTEW cKeneTta (peHTreHorpacdus
nopaxeHHOM 4acTWM KOCTHOro cKeneta) ANs BbISBEHMSA
M OLLEHKM TSXECTU NOpaxeHus KOCTHO-CYCTaBHOM cucTe-
Mbl — M0 NoKa3axuam [2, 3, 15, 16, 18, 19]. YpoBeHb y6e-
AUTENbHOCTU peKoMmeHaauun — C (ypoBeHb focTOBEP-
HOCTHU JOKa3aTenbCTB — 4).

PekomeHayetca nposegeHne MPT 6eapeHHbIX KOcTen
(MPT KocTHOM TKaHuW (0gHa ob6nacTtb)) M Ta306epeHHbIX
cyctaBoB (MPT cyctaBoB (0AWH CyCcTaB)) C LESIbl0 OLEHKM
cTeneHn MHGUNbBTPaLMN KOCTHOMO MO3ra 1 BbiSIBIEHUS OYa-
roB acenTUMY4eCKOro HeKpo3a KOCTU — MO NoKaslaHusaMm [2,
3, 18, 48, 50, 94]. YacTtoTa onpeaensaeTrca MHANBUAYaANbHO.
Hapko3 — no nokazaHusM. YpOoBE€Hb y6eAUTENIbHOCTHU
peKomeHaauun — C (ypoBeHb AOCTOBEPHOCTU JOKa3a-
TenbcTB — 5).

PekomeHayetca BceM nauuneHTam ¢ Bl npoBeneHue
PEHTrEHOAEHCUTOMETPUN C LIENBIO BbISBAEHUS CHUXKEHHON
MMKT [2, 15, 16, 18, 19]. YpoBeHb y6epuTesibHOCTH
peKomeHaauun — C (ypoBeHb AOCTOBEPHOCTU JOKa3a-
TenbcTB — 4). KpatHocTb B cpegHem 1 pa3 B roj Ao cTa-
6MNn3aLnK COCTOAHMSA, Aanee — Mo NOoKa3aHMsAM, 06blYHO
npu M3MeHeHMM J03bl Npenaparta uan Ha GoHe nepesoja
Ha apyron npenapat ana $3T.

PekomeHayetca BceM nauueHtam ¢ bl onpegeneHuve
conepraHus Lyso-Gbl B kposu [3, 15, 43]. YpoBeHb y6e-
AUTENbHOCTU peKoMeHaauun — A (ypoBeHb JOCTOBEp-
HOCTHU AOKa3aTenbCcTB — 2). MiccnegoBaHne npoBOAUTCS
[0 Havyana nevyeHns u 4N MOHUTOPUHIa Tepanuu 1 nporpec-
cupoBaHua 3aboneBaHus 1 pa3 B rod, a TakxKe Npu uameHe-
HWWM 4O30BOrO peXmnma unn cmeHe npenapata O3T.

PekomeHaoBaHo nauneHtam ¢ bIM 1-ro Tuna uccnegosa-
HMe GYHKUMKM BHELWHEro AblXxaHusl; NpoBefeHUe PeHTreHo-
rpadum nerkux n/wnm KT opraHoB rpyaHoM NoaoCTH; NpoBe-
AeHue gonnnep-axoKkapanorpaduu, aneKkTpokapamorpadum
C Lenblo CBOEBPEMEHHOM AMArHOCTUKM U (MPU HEOBXOoaM-
MOCTM) KOHTPOASA MHTEPCTULMANBHOIO MOParKEHUsI Nerkux
[32, 95]. YpoBeHb y6eauTenbHOCTU pekoMeHaauum — C
(ypoBeHb JOCTOBEPHOCTU OKa3aTeNbCTB — 5).

PekomeHaoBaHa KoHcynbTauus Bpadva-odTanbmosnora
¢ npoBegeHneM odTaNibMOCKOMNUKU BCEM MaLMEHTAM C KK-
HUYECKMMM Npu3Hakamu Bl ¢ uenbio AMarHOCTUKKM nopa-
EHWUS rnas, aNeKTPooKynorpadun (no BoO3MOXKHoOCTH) [58].
YpoBeHb y6eauTeNbHOCTU peKomeHaauun — C (ypo-
BEHb OCTOBEPHOCTU fOKa3aTenbCcTB — 5).

PekomeHgoBaHo paccmoTpeTb nposegeHne MPT
unu (MeHee npegno4vtutenbHo) KT ronoBHOro Mo3ra naum-
€HTaM C KJ/IMHWYECKUMU MNPU3HaKaMn HenponaTU4eCcKmx
TMnoB Bl Npu Hannyum nNoKaszaHWM C LeNbilo BU3yanusa-
LMK nopaxKeHun ronoBHoro mo3lra [32, 59, 60]. YacTtoTa
npoBefeHUs UCCefoBaHNa onpeaenaeTcs HAMBUAYaNbHO.
Hapko3 — no nokazaHusM. YpOBe€Hb y6eAUTEIbHOCTHU
peKomeHaauuin — C (ypoBeHb AOCTOBEPHOCTU lOKa3a-
TenbcTB — 5).

PekomeHaoBaHo nauneHTam ¢ bl ¢ puckom Kanbundm-
KaLnu cepaeyHblx KNanaHoB (C KIMHUYECKUMU NPU3HaKamu
unu guarHoctupoBaHHon bBIM 3C TMna) npoBeaeHMe axoKap-

avnorpadun ¢ Lenbto AMarHoCTUKKU U KOHTPOSA KanbumduKa-
UMK KnanaHoB cepaua [32, 39]. YpoBeHb y6eaAUTEeNbHOCTH
peKkomeHpauuin — C (ypoBeHb JOCTOBEPHOCTU flOKa3a-
TenbcTB — 5).

TaKKe MOXeT NpoBoAUTLCH Y3WM KOpOHapPHbIX apTepuu,
aopThl (4yNJ1EKCHOE CKaHMPOBaHWeE aopTbl, AYNIEKCHOE CKa-
HMPOBaAHWE KOPOHApPHbIX COCYAOB) C LIENbI AMArHOCTMKM
M MOHWTOPUPOBAHMA KanbUMPUKaLMKM cepaLa U cocynos
[61]. YacToTa npoBeaeHWs MUccnefoBaHUS onpeaensieTcs
UHOMBUAYANbHO.

PeKkomeHLOBaHO UccneoBaHKE cnyxa NauneHTam ¢ Kin-
HUMYECKMMKU Npu3Hakamu Bl HenMpoHomaTM4yecKoro Tuna
C LieN1bl0 OLLEHKM CNyX0BOW GYHKLUMK, B TOM YUCTE B AUHAMMU-
Ke [32]. YpoBeHb y6eaUTeNnbHOCTU peKoMmeHgauuimn — C
(ypoBEeHb LOCTOBEPHOCTU JOKa3aTeNnbCcTB — 5).

PekomeHayeTca npoBeaeHve 3sodaroractpogyoneHo-
CKOMUKU nauuneHTam ¢ Bl npyM HanMyMu COOTBETCTBYIOLWMX
anob C Lenblo BbISBAEHUS NOPaXeHWs BEPXHUX OTAENO0B
eNyAo4YHO-KUlleYHoro TpakTa [54—-56]. YpoBeHb y6eau-
TEeNbHOCTU peKoMeHaauuin — C (ypoBeHb ROCTOBEPHO-
CTU fOKa3aTtenbCcTB — 5).

PekomeHayeTcs nauueHTam € HEeMpoHOMaTUYECKUMMU
TMnamu Bl npoBeaeHne anekTpoaHuedanorpadum c BUaeo-
MOHWUTOPUHIOM C LIeNbl0 AMArHOCTUKM M KOHTPOASA 3Mu-
NnlenTMyeckon aktuBHoctu [3, 17, 19, 32, 57]. KpaTHoCTb
onpeaensieTca MHANBKUAYaNbHO. YPOBEHb Y6eAUTENIbHOCTHU
peKkomeHpauuin — C (ypoBeHb JOCTOBEPHOCTU fOKa3a-
TenbcTB — 5).

d3T getam ¢ bl NpoBOAKTCA PErynsapHoO Npu Hann4yuu
noKasaHWI: B cNy4ae OC/IOXKHEHHOro TeYeHns 601e3Hn —
B YC/IOBUSAX KPYrNOCYTOYHOrO CcTauMoHapa, B cTabuibHOM
COCTOSIHUM — B JHEBHOM WM KPYrNOCYTOYHOM CTauMo-
Hape nNn60 ambynaTtopHo 1 pa3 B 2 Hea. [Jo AOCTUKEHMUSA
uenen 3T Bce nauneHTbl ¢ Bl 4OMKHbI NPOXOAUTb KOH-
TponbHOEe o6cnefoBaHne C Lenblo KoppeKkunn gossl d3T
B KPYr1oCyTO4YHOM MNW AHEBHOM CTauMoHape B CpefHeEM
2 pasa B roj; B ganbHenwem ob6cnegoBaHMe NpoBOAUTCSA
1 pas B roa.

B Tabnuue oTpaxKeHbl NPUHLMUMBI MOHUTOPUHIA COCTOS-
HUSA NauneHToB npu 6onesxun lMowe.

OPrAHU3ALUA OKA3AHUA

MEAWLMHCKON NOMOLUH

MauneHtam ¢ Bl B 3aBMCUMOCTM OT HEOOBXOAMMOCTU
MOXET 6bITb OKa3aHa MeWLMHCKasa NoMollb 1to60ro Buaa,
ycnoBusl, GopMbl, NPeayCMOTPEHHbIX 3aKOHOAATENbCTBOM
Poccuiickon ®eaepaumu.

BepeHnempaetencbl 06b14HO 3aHMMalOTCS BpaY-neamarp,
Bpay [OETCKMI OHKOMOr-remaTosior, Bpay-racTpoaHTEPOJIOT,
Bpay TpaBMaTonor-optones, Bpay-HeBPOJOr u agpyrue cne-
LMaNUCTbl NO KIMHUYECKON HEOBXOAMMOCTH.

Yalule rocnutanuM3auns OcyllecTBNseTcs B remartono-
rmyeckoe/negnaTpuyeckoe/racTpo3HTEPOSIOrnYecKoe
oTAeNeHne MU B XMPypruvyeckoe/TpaBMaTol0ro-oprone-
[IM4ecKoe oTAeNeHne, TaKKe NevyeHne MOXKeT NPOBOAUTLCS
B HEBPOIOrMYECKOM, MYbMOHOMIOMMYECKOM M APYrUX oTae-
JIEHUAX — B 3aBMCUMOCTU OT JOMWHUPYIOLIMX CUMMTOMOB
3ab6o0neBaHus.

MnaHoBasa BaKkuuHauuMs y nauneHToB ¢ Bl npoBoanTtcs
B COOTBETCTBUM C HALMOHANbHbIM KaneHaapem npodunax-
TUYECKUX NPUBMBOK.

NMoka3aHusa gNa N1aHOBOW rocnuTanusayum

1. lMpoBeaeHne AUMarHOCTUKM U NevyeHus, Tpebylolmnx
NPOAOSIKUTENBHOIO (AHEBHOE WM KPYrnocyTo4Hoe npebbi-
BaHWE) MeANLMHCKOro HabIoAEHUS U MOHUTOPUHIA KIUHU-
KO-1abopaTopHbIX NOKa3aTeNen.



Ta6nuua. MNprHLKXNBbI MOHUTOPUHIa NpU 601e3HK lowe
Table. Principles of monitoring in Gaucher disease

Mpu n3MeHeHnu AO3bl KU

Kaxpable 3-6 mec Kaxpable 6-12 mec e G

reMornobuH, uccneaoBaHne YpoBHS 3pUTPOLMTOB

B KPOBW, UCCnejoBaHue YpoBHA TPOMGOLMTOB

B KpoBH, AnddepeHLMpOBaHHbIN NOACHET NENKOLMTOB
(nekouunTapHas dopmyna), onpeaeneHne pasmepos
aputpoumTtoB (MCV), onpeaenexve cpegHero
cofilepyaHus U CpefHen KOHLEeHTpaL i reMornobuHa
B apuTpoumtax (MCH), uccnefgoBaHne CKOpOCTH
ocefaHus aputpouuntoB (COI)

06w K (KNTUHMYECKUI) aHaNn3 KPOBU pa3BEepPHYTbIN:

AHanM3 KpoBM GUOXMMUYECKUNA
o6LeTepaneBTUHECKUI: OnpejeneHne akTUBHOCTU
acnaptatamuHoTpaHcdepasbl B KPOBU, onpejenieHve
aKTMBHOCTW anaHMHaMUHOTpaHcdepasbl B KPOBHU,
nccnefoBaHve ypoBHS o6LLero 6unmpybrHa B KPOBH,
onpefeneHne akTMBHOCTH LenoyHon docdaTtasbl

B KPOBW, UCCNEfOBaHUE YPOBHSA anbbymuHa B

KPOBW, UCCNIEA0BaHNE YPOBHS X0NleCTepUHa B KPOBHU,
nccnefoBaHWe YPOBHS IMMNONPOTEUHOB B KPOBH,
nccnefoBaHWe YPOBHSA XonecTeprHa MNONPOTEMHOB
HW3KOW MIOTHOCTH, UCCNESOBAHUE YPOBHS
dochonnnmaos B KPOBM, UCCIeJOBAHME YPOBHSA
TPUIMULLEPUAOB B KPOBU, UCCNEJOBAHNE YPOBHS
MOHU3MPOBAHHOIO KasblLina B KPOBU, UCCIefOBaHMe
YPOBHS 06LLEr0 KanbLMs B KPOBU, UCCNIEA0BaHNE
YPOBHS HeopraHuyeckoro ¢ocdopa B KPOBMU.

Mo nokasaHmAMm: onpejieneH1e ypoBHa BuTamuHa B, ,
(umaHoko6anamunHa) B KpPOBU, UCCNESOBAHUE YPOBHS
$onrneBow KUCNOTbI B CbIBOPOTKE KPOBW, UCCNE0BaHNE
ypoBH#A 25-0H BuTamuHa D B KpoBu

MNokasaTenn o6MeHa xenesa: uccnejoBaHue
KOHLEHTpaLMK GeppuUTUHA B CbIBOPOTKE KPOBH,
KOHLEHTpaLMK Kenesa B CbIBOPOTKE KPOBY,
“ccneaoBaHue KenesocBa3blBalolier CnocoGHOCTH
CbIBOPOTKM (06LUas UK HeHacblleHHas
Kenesocssa3blBalollas CNoCOGHOCTb CbIBOPOTKH),
“ccneaoBaHue ypoBHS TpaHchepprHa CbIBOPOTKM
KPOBMU, UCCejoBaHWe HacblleHWs TpaHchepprHa
}enesom

Onpeaenexune coepKaHus roKO3UNCHUHIo3nHa
(Lyso-Gb1) B KpoBH

YnbTpa3ByKOBOE UCCef0BaHNe opraHoB GpoWHON
NonoCTH (KOMMIEKCHOE) (C onpeaeneHnem pasmepos
NneyveHu n cene3eHKu)

MarHuMTHO-pe3oHaHCcHas Tomorpadusa opraHoB
OPIOLWHOM NONOCTH (C oNpeaeeHneM pa3mepoB
(0o6bema) NneYeHn n ceneseHKu)

+ MO NoKa3aHusam + M0 NoKa3aHusam

PeHTreHorpadua 6e4peHHON KOCTU UM MarHUTHO-
pe30oHaHcHasa Tomorpadua KOCTHOM TKaHKW (0gHa
o6nactb) (MPT 6eapeHHbIX KOCTEN)

PeHTreHogeHcMTOMETPUSA

2. Heo6xoaMMoCTb NpoBeAeHNS pas3finyHbiX BUAOB 3KC- KOpPEeKLUMA CKeNeTHbIX AgedopmaLmn, nogébop npoTMBOCYA0-
neptM3a uamM obcneaoBaHMa B MEAWLMHCKOM OpraHu3aLuu POXKHOM Tepanuu u ap.).
NpyY HEBO3MOXHOCTU NPOBEAEHMUSA UX B aMOBYNaTOPHbIX YCIO- 4. CocTosiHMe, Tpebytollee NpoBeAeHNsS BbICOKOTEXHO-
BUSX (B TOM 4yncie odopmaeHne 3aknodeHnsa denepasnbHo- NIOTMYHbIX METOA0B NeYeHuUs (B TOM YMUCNE KOHTPOJIb 3 deEK-

ro KOHcKAnymMa / Bpa4yebHOM KOMUCCUM).

TUBHOCTK P3T).

3. CocTosiHME, Tpebylollee aKTUBHOIO NIeYEeHUS U Kpyr- 5. OTcyTCTBME BO3MOXKHOCTM 06ecnedyeHns 3T B amby-
IOCYTOYHOrO MEAMLMHCKOro HabnoaeHuns (XMpypruyeckas NaTOPHbIX U CTauMOHapo3aMeLLatoLLMX YCI0BHSX.
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KJIMHUYECKUE PEKOMEHAALUUU

6. Heo6x04MMOCTb NPOBEAEHUS PasfiuiHblX BUAOB
3KCMEPTM3 UAM 06CNeA0BaHUA B MEAULMHCKON OpraHu-
3auuu NpM HEBO3MOXHOCTM MPOBEAEHUSA UX B ambyna-
TOPHbIX YCNOBUAX, TPEOYIOWMUX AMHAMUYECKOrOo Habsio-
NeHUs.

NMoKasaHua AN HEOT/I0KHOW/3KCTPEHHOM

rocnutanusauuu

1. OcTpble yrpoxatowue a1 K13HU U Pa3BUTUSA OCIIOXK-
HEHWIM COCTOSAHUS, TPEBYIOLNE HEOTIOXKHOMO IEYEHHMS, B TOM
4yucNe WMHTEHCMBHOM Tepanuu, a TaKXKe KPYyrnocyTO4HOro
MEAMLMHCKOro HabMloAeHns M NPOBEAEHMS CneLunanbHbiX
BWOOB 06CNEA0BaHMA U IeHeHUs.

MoKa3aHuA K BbINMUCKE NauueHTa

M3 cTauMoHapa

1. OTcyTCTBME Yrpo3bl ANS XKU3HU NaLMeHTa U yrposbl
Pa3BUTUSA OCNOXKHEHWUN, TPeBYIOWMX HEOTNOXHOIO neye-
HUSA NPU 3aBEPLIEHUN AUATHOCTUHECKUX MEPOMPUATHN.

2. CTabunnmsauns COCTOSAHMUS M OCHOBHbIX KIIMHWKO-1a60-
paTopHbIX NOKa3aTesnen NaToNorMyeckoro npowecca, oTcyT-
CTBME HEOOXOAUMOCTU B MPOAOIKUTENBHOM MEAULIMHCKOM
Habn4eHUU (AHEBHOE UIN KPYTNIOCYTOYHOE NpebbiBaHKUe).

3. BbinonHeH nnaH o6cnefoBaHUs U nedveHns naumeH-
Ta, JaHbl peKoMeHAauuu no AafbHenweMy HabntogeHUo
N neYeHuo.

4. Heo6xoanMmocCTb NepeBoja nauneHTa B Apyroe Meau-
LMHCKOE YYperKaeHUe WK yuypexaeHne counanbHoro obe-
crneyeHus.

UCXO0Abl U MPOTHO3

MporHo3 npu Bl 1-ro TMNa 3aBUCUT OT BblipaXKEHHOCTHU
KNIMHUYECKMX MNposiBAEeHMN. Ha3HavyeHue natoreHeTnye-
CKOW Tepanuu Ha paHHWX cTagusx 3aboneBaHuns onpeaens-
eT 61aronpUATHLIA NPOrHO3 M ynyylwaeT KavyeCTBO XKU3HU
neten ¢ bl 1-ro Tvna (npv HannymMm nokasaHum ana P3T),
npepoTBpallas ux MHBanMan3aumio.

Mpu Bl 2-ro TMNa NPorHo3 KpawHe HebnaronpuUATHbIN
(neTanbHbIM Ucxoa Ha 1—-2-M rofy X13HW).

Mpun Bl 3-ro TMNa NPoOrHo3 HeGnaronpPUaTHLIM (Mporpec-
cupylollee HapylleHne KOrHUTUBHOM PYHKLMK, neTanbHbIv
ncxogd B cpegHem K 30 rogam XM3HM BCNeacTBME nNporpec-
cupytolero nopaxenus nerkux, LHC).

UCTOYHUK ®UHAHCUPOBAHUA
OTCyTCTBYET.

FINANCING SOURCE

Not specified.

PACKPbITUE UHTEPECOB
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pecoB, 0 KOTOPOM HEOBXOAMMO COOBLLUTD.

DISCLOSURE OF INTEREST

Not declared.

ORCID

WU.B. AHucumoBa
https://orcid.org/0000-0003-2667-9042
I.B. bBangakoBa
https://orcid.org/0000-0001-8806-5287

CMUCOK JIUTEPATYPbI / REFERENCES

1. JlykuHa E.A. BonesHb lowe: coBpeMeHHas AMarHoCcTuKa U nede-
Hue // KnnHnyeckasi oHkorematosiornsi. — 2009. — T. 2. — N2 2. — C.
196-199. [Lukina EA. Gaucher disease: up-to-date diagnostics and
treatment. Clinical Obcohematology. 2009;2(2):196—-199. (In Russ).]

A.A. bapaHoB
https://orcid.org/0000-0003-3987-8112
H.T. Bawakmagase
https://orcid.org/0000-0001-8320-2027
E.A. BuwHeBa
https://orcid.org/0000-0001-7398-0562
0.C.'yHpo6GuHa
https://orcid.org/0000-0001-6381-0367
E.A. loGpbIHUHA
https://orcid.org/0000-0002-3696-3293
E.lI0. 3axapoBa
https://orcid.org/0000-0002-2503-2477
E.B. KantyKkoBa
https://orcid.org/0000-0002-8936-3590
E.B. KomapoBa
https://orcid.org/0000-0001-6000-5418
C.U. KyueB
https://orcid.org/0000-0002-3133-8018
A.E. JlaBpoBa
https://orcid.org/0000-0002-0447-214X
C.B. MuxannoBa
https://orcid.org/0000-0002-2115-985X
I.b. MoBcucsiH
https://orcid.org/0000-0003-2881-4703
J1.M. Ha3zapeHKo
https://orcid.org/0000-0002-1861-433X
J1.C. Hama3oBa-bapaHoBa
https://orcid.org/0000-0002-2209-7531
E.A. HukonaeBa
https://orcid.org/0000-0001-7146-7220
T.M. NepByHHHa
https://orcid.org/0000-0002-7514-2260
H.J1. MeyaTHUKOBaA
https://orcid.org/0000-0002-2445-132X
A.C. NMoTtanoB
https://orcid.org/0000-0003-4905-2373
A.A. NywKoB
https://orcid.org/0000-0001-6648-2063
C.A. PenuHa
https://orcid.org/0000-0001-5244-3901
K.B. CaBocTbsiHOB
https://orcid.org/0000-0003-4885-4171
J1.P. Cenum3siHOBa
https://orcid.org/0000-0002-3678-7939
0.91. CMmupHoBa
https://orcid.org/0000-0002-3720-8046
H.C. CmeTaHMHa
https://orcid.org/0000-0002-8805-1499
T.B. CtpokoBa
https://orcid.org/0000-0002-0762-0873
A.H. CypkoB
https://orcid.org/0000-0002-3697-4283
M.B. ®epnoceeHKo
https://orcid.org/0000-0003-0797-5612
T.T. baTbiwieBa
https://orcid.org/0000-0003-0928-2131
0.B. bbiKOBa
https://orcid.org/0000-0001-6576-1765
10.A. Knumos
https://orcid.org/0000-0001-5946-094X

2. Baldellou A, Andria G, Campbell PE, et al. Paediatric non-
neuronopathic Gaucher disease: recommendations for treatment
and monitoring. Eur J Pediatr. 2004;163(2):67-75. doi: https://doi.
org/10.1007/s00431-003-1363-z



3. Stone DL, Tayebi N, Orvisky E, et al. Glucocerebrosidase gene
mutations in patients with type 2 Gaucher disease. Hum Mutat.
2000;15(2):181-188. doi: https://doi.org/10.1002/(sici)1098-
1004(200002)15:2<181::aid-humu7>3.0.c0;2-s

4. Do J, McKinney C, Sharma P, Sidransky E. Glucocerebrosidase
and its relevance to Parkinson disease. Mol Neurodegener.
2019;14(1):36. doi: https://doi.org/10.1186/s13024-019-0336-2
5. KpacHononbckag K.[. HacnegctBeHHble 60/1€3HM 06MeEHa
BelyecTB. cnpaBo4yHoe nocobue ans Bpayen. — M.: doxar; 2005. —
364 c. [Krasnopol'skaya KD. Nasledstvennye bolezni obmena
veshchestv: Reference manual for doctors. Moscow: Fokhat; 2005.
364 p. (In Russ).]

6. byknHa T.M. bBuoxumudeckas M MOJEKYNAPHO-reHeTnye-
CcKasi xapaKTepucTuka 60/1e3HU [owe y POCCUMICKUX MNalMeHTOB:
OUC. ... KaHA. 6uon. Hayk. — M.; 2005. — 114 c. [(Bukina TM.
Biokhimicheskaya i molekulyarno-geneticheskaya kharakteristika
bolezni Goshe u rossiiskikh patsientov. [dissertation]. Moscow;
2005. 114 p. (In Russ).]

7. Grabowski G, Zimran A, lda H. Gaucher disease types 1
and 3: Phenotypic characterization of large populations from the
ICGG Gaucher Registry. Am J Hematol. 2015;90(Supp! 1):12-18.
doi: https://doi.org/10.1002/ajh.24063

8. Nalysnyk L, Rotella P, Simeone J, et al. Gaucher disease
epidemiology and natural history: a comprehensive review of the
literature. Hematology. 2017;22(2):65-73. doi: https://doi.org/
10.1080/10245332.2016.1240391

9. Bodamer O, Hung C. Laboratory and genetic evaluation of
Gaucher disease. Wien Med Wochenschr. 2010;160(23-24):600—-
604. doi: https://doi.org/10.1007 /s10354-010-0814-1

10. Sibille A, Eng C, Kim S, et al. Phenotype/genotype correlations
in Gaucher disease type I: clinical and therapeutic implications. Am
J Hum Genet. 1993;52(6):1094-1101.

11. Sidransky E, Bottler A, Stubblefield B, Ginns E. DNA mutational
analysis of type 1 and type 3 Gaucher patients: How well do
mutations predict phenotype? Hum Mutat. 1994;3(1):25-28.
doi: https://doi.org/10.1002/humu.1380030105

12. Grabowski G. Gaucher disease and other storage disorders.
Hematology Am Soc Hematol Educ Program. 2012;2012:13-18.
doi: https://doi.org/10.1182/asheducation-2012.1.13

13. Zimran A, Wajnrajch M, Hernandez B, Pastores GM. Taliglucerase
alfa: safety and efficacy across 6 clinical studies in adults and
children with Gaucher disease. Orphanet J Rare Dis. 2018;13(1):36.
doi: https://doi.org/10.1186,/s13023-018-0776-8

14. Revel-Vilk S, Szer J, Mehta A, Zimran A. How we manage Gaucher
Disease in the era of choices. Br J Haematol, 2018;182(4):467 —
480. doi: https://doi.org/10.1111/bjh.15402

15. MoBcucsiH I.b. Ontummnsaums okalaHusi MeAULIMHCKON MOMO-
wm fetam ¢ 6osesHbio lowe B Poccurickorn degepauynn: aBtoped.
OWC. ... KaHA. mea. Hayk. — M.; 2018. — 185 c. [Movsisyan GB.
Optimizatsiya okazaniya meditsinskoi pomoshchi detyam s bolezn’yu
Goshe v Rossiiskoi Federatsii. [abstract of dissertation]. Moscow;
2018. 185 p. (In Russ).]

16. Vellodi A, Bembi B, de Villemeur TB, et al. Management of
neuronopathic Gaucher disease: a European consensus. J
Inherit Metab Dis. 2001;24(3):319-327. doi: https://doi.
org/10.1023/a:1010514614570

17. Pastores GM, Weinreb NJ, Aerts H, et al. Therapeutic
goals in the treatment of Gaucher disease. Semin Hematol.
2004;41(4 Suppl 5):4-14. doi: https://doi.org/10.1053/j.
seminhematol.2004.07.009

18. Charrow J, Esplin JA, Gribble TJ, et al. Gaucher disease:
recommendations on diagnosis, evaluation, and monitoring.
Arch Intern Med. 1998;158(16):1754-1760. doi: https://doi.
org/10.1001 /archinte.158.16.1754

19. Grabowski GA, Andria G, Baldellou A, et al. Pediatric non-
neuronopathic Gaucher disease: presentation, diagnosis and
assessment. Consensus statements. Eur J Pediatr. 2004;163(2):58 -
66. doi: https://doi.org/10.1007 /s00431-003-1362-0

20. Kaplan P, Andersson H, Kacena K, Yee J. The clinical and
demographic characteristics of non-neuronopathic Gaucher
disease in 887 children at diagnosis. Arch Pediatr Adolesc
Med. 2006;160(6):603-608. doi: https://doi.org/10.1001/
archpedi.160.6.603

21. Bultron G, Kacena K, Pearson D, et al. The risk of Parkinson’s
disease in type 1 Gaucher disease. J Inherit Metab Dis.

2010;33(2):167-173. doi: https://doi.org/10.1007 /s10545-010-
9055-0

22. Pastores G, Barnett N, Bathan P, Kolodny E. A neurological
symptom survey of patients with type | Gaucher disease. J Inherit
Metab Dis. 2003;26(7):641-645. doi: https://doi.org/10.1023/
b:boli.0000005623.60471.51

23. Huang W, Zhang X, Chen W. Gaucher disease: a lysoso-
mal neurodegenerative disorder. Eur Rev Wed Pharmocol Sci.
2015;19(7):1219-1226.

24. Tylki-Szymanska A, Vellodi A, EI-Beshlawy A, et al. Neuronopathic
Gaucher disease: demographic and clinical features of 131
patients enrolled in the International Collaborative Gaucher
Group Neurological Outcomes Subregistry. J Inherit Metab Dis.
2010;33(4):339-346. doi: https://doi.org/10.1007 /s10545-009-
9009-6

25. Rosenbloom B, Weinreb N. Gaucher Disease: A Comprehensive
Review. Crit Rev Oncog. 2013;18(3):163-175. doi: https://doi.
org/10.1615/critrevoncog.2013006060

26. Weinthal JA. Prognosis of patients with Gaucher disease. Clin
Adv Hematol Oncol. 2012;10(6):10-11.

27. Kallish S, Kaplan P. A disease severity scoring system for children
with type 1 Gaucher disease. Eur J Pediatr. 2013;172(1):39-43.
doi: https://doi.org/10.1007 /s00431-012-1830-5

28. Hadas-Halpern |, Deeb M, Abrahamov A, et al. Gaucher
disease: spectrum of sonographic findings in the liver. J Ultrasound
Med. 2010;29(5):727-733. doi: https://doi.org/10.7863/
jum.2010.29.5.727

29. Miller A, Brown LK, Pastores GM, et al. Pulmonary involvement
in type 1 Gaucher disease: functional and exercise findings in
patients with and without clinical interstitial lung disease. Clin Genet.
2003;63(5):368-376. doi: https://doi.org/10.1034/j.1399-
0004.2003.00060.x

30. Andrade-Campos M, Alfonso P, Irun P, et al. Diagnosis features of
pediatric Gaucher. Orphanet J Rare Dis. 2017;12(1):84. doi: https://
doi.org/10.1186/s13023-017-0627-z

31. Carubbi F, Cappellini MD, Fargion S, et al. Liver involvement in
Gaucher disease: A practical review for the hepatologist and the
gastroenterologist. Dig Liver Dis. 2020;52(4):368-373. doi: https://
doi.org/10.1016/j.dId.2020.01.004

32. Hughes D, Sidransky E. Gaucher disease: Initial assessment,
monitoring, and prognosis. In: UpToDate. Available online: https://
www.uptodate.com/contents/gaucher-disease-initial-assessment-
monitoring-and-prognosis. Accessed on December 06, 2024.

33. Giraldo P, Andrade-Campos M. Novel Management and
Screening Approaches for Haematological Complications
of Gaucher’'s Disease. J Blood Med. 2021;12:1045-1056.
doi: https://doi.org/10.2147 /JBM.S279756

34. Stein P, Yang R, Liu J, et al. Evaluation of high density lipoprotein
as a circulating biomarker of Gaucher disease activity. J Inherit
Metab Dis. 2011;34(2):429-437. doi: https://doi.org/10.1007/
$10545-010-9271-7

35. Wine E, Yaniv |, Cohen I. Hyperimmunoglobulinemia in pediatric-
onset type 1 Gaucher disease and effects of enzyme replacement
therapy. J Pediatr Hematol Oncol, 2007;29(7):451-457.
doi: https://doi.org/10.1097 /MPH.0b013e31806451d3

36. Mekinian A, Stirnemann J, Belmatoug N, et al. Ferritinemia
during type 1 Gaucher disease: Mechanisms and progression under
treatment. Blood Cells Mol Dis. 2012;49(1):53-57. doi: https://doi.
org/10.1016/j.bcmd.2012.04.002

37. Motta |, Consonni D, Stroppiano M, et al. Predicting the
probability of Gaucher disease in subjects with splenomegaly and
thrombocytopenia. Sci Rep. 2021;11(1):2594. doi: https://doi.
org/10.1038/s41598-021-82296-z

38. Regenboog M, van Kuilenburg AB, Verheij J, et al.
Hyperferritinemia and iron metabolism in Gaucher disease: Potential
pathophysiological implications. Blood Rev. 2016;30(6):431-437.
doi: https://doi.org/10.1016/j.blre.2016.05.003

39. Mikosch P, Reed M, Baker R, et al. Changes of bone metabolism
in seven patients with Gaucher disease treated consecutively with
imiglucerase and miglustat. Calcif Tissue Int. 2008;83(1):43-54.
doi: https://doi.org/10.1007 /s00223-008-9143-4

40. loscovich A, Fadeev D, Kenet G, et al. Thromboelastography as
a Surrogate Marker of Perisurgical Hemostasis in Gaucher Disease.
Clin Appl Thromb Hemost. 2016;22(7):693-697. doi: https://doi.
org/10.1177/1076029615578165

PEDIATRIC PHARMACOLOGY. 2024;21(6)

NEAUWATPUYECKAA ®PAPMAKONIOIUA / 2024 / TOM 21 / N2 6



CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

41. Deghady A, Marzouk |, EI-Shayeb A, Wali Y. Coagulation
abnormalities in type 1 Gaucher disease in children. Pediatr
Hematol Oncol. 2006;23(5):411-417. doi: https://doi.
org/10.1080,/08880010600623232

42. Stroppiano M, Calevo M, Corsolini F, et al. Validity of B-D-
glucosidase activity measured in dried blood samples for
detection of potential Gaucher disease patients. Clin Biochem.
2014;47(13-14):1293-1296. doi: https://doi.org/10.1016/j.
clinbiochem.2014.06.005

43. Rolfs A, Giese A, Grittner U, et al. Glucosylsphingosine is a highly
sensitive and specific biomarker for primary diagnostic and follow-up
monitoring in Gaucher disease in a non-Jewish, Caucasian cohort
of Gaucher disease patients. PLoS One. 2013;8(11):e79732. doi:
https://doi.org/10.1371 /journal.pone.0079732

44. MurugesanV, Chuang WL, Liu J, etal. Glucosylsphingosine is a key
biomarker of Gaucher disease. Am J Hematol. 2016;91(11):1082—
1089. doi: https://doi.org/10.1002/ajh.24491

45. Aerts JM, van Breemen M, Bussink A, et al. Biomarkers for
lysosomal storage disorders: identification and application as
exemplified by chitotriosidase in Gaucher disease. Acta Paediatr.
2008;97(457):7-14. doi: https://doi.org/10.1111/j.1651-
2227.2007.00641.x

46. Ma3sblpko E.B., PoctoBueB M.B., Kopo6knH A.B. bonesHsb lowe.
OnbIT peHTreHOANarHOCTUKKU NopaXKeHus cKkeneta // MeguunHcKas
Bu3dyanusauyma. — 2010. — N2 2. — C. 48-53. [Mazyrko EV,
Rostovtsev MV, Korobkin AV. Gaucher Disease. Radiodiagnostic
Experience in the Field of Bone Pathology. Medical Visualisation.
2010;(2):48-53. (In Russ).]

47. Faden M, Krakow D, Ezgu F, et al. The Erlenmeyer flask bone
deformity in the skeletal dysplasias. Am J Med Genet Part A.
2009;149A(6):1334-1345. doi: https://doi.org/10.1002/
ajmg.a.32253

48. Maas M, Hangartner T, Mariani G, et al. Recommendations
for the assessment and monitoring of skeletal manifestations in
children with Gaucher disease. Sceletal Radiol. 2008;37(3):185-
188. doi: https://doi.org/10.1007 /s00256-007-0425-0

49. Rosenthal DI, Mayo-Smith W, Goodsitt MM, et al. Bone and bone
marrow changes in Gaucher disease: evaluation with quantitative
CT. Radiology. 1989;170(1 Pt 1):143-146. doi: https://doi.
org/10.1148/radiology.170.1.2909087

50.van Dahl S, Poll L, Di Rocco M. Evidence-based recom-
mendations for monitoring bone disease and the response
to enzyme replacement therapy in Gaucher patients. Curr
Med Res Opin. 2006;22(6):1045-1064. doi: https://doi.
org/10.1185/030079906X104623

51. CkpunHukosa W.A., Wennaruua J1.A., HoBukoB B.E. wn ap.
BO3MO)HOCTH KOCTHO#W PEHTreHOBCKOM AEHCUTOMETPUM B KIU-
Hunyecko#r npaktuke. — M.: ®IBY «HUUMM»; 2015. — 36 c.
[Skripnikova IA, Shcheplyagina LA, Novikov VE, et al. Vozmozhnosti
kostnoi rentgenovskoi densitometrii v klinicheskoi praktike. Moscow:
FGBU “NMIC TPM”; 2015. 36 p. (In Russ).]

52. Giuffrida G, Cappellini M, Carubbi F, et al. Management of bone
disease in Gaucher disease type 1: clinical practice. Adv Ther.
2014;31(12):1197-1212. doi: https://doi.org/10.1007 /s12325-
014-0174-0

53. Hollak C, van Weely S, van Oers M, Aerts J. Marked elevation
of plasms chitotriosidase activity. A novel hallmark of Gaucher
disease. J Clin Invest. 1994;93(3):1288-1292. doi: https://doi.
org/10.1172/JCI117084

54. Rizk TM, Ariganjoye RO, Alsaeed GI. Gaucher disease.
Unusual presentation and mini-review. Neurosciences (Riyadh).
2015;20(3):271-276. doi: https://doi.org/10.17712/
nsj.2015.3.20140622

55. Pinto F, Nassone E, Ismail M, et al. Difficulties in the
Diagnosis of Gaucher Disease in a Low-Income Country:
A Case Report from Mozambique. J Inborn Errors Metab
Screen. 2021;9(1). doi: https://doi.org/10.1590/2326-4594-
JIEMS-2020-0022

56. Maan W, Karjoo M, Beg M. Report of Four Children with Gaucher
Disease and Review of Literature. Int J Pediatr. 2016;4(8):2287 —
2293.

57. Poffenberger CN, Inati S, Tayebi N, et al. EEG abnormalities
in patients with chronic neuronopathic Gaucher disease:
A retrospective review. Mol Genet Metab. 2020;131(3):358-363.
doi: https://doi.org/10.1016/j.ymgme.2020.10.010

58. Weinreb NJ, Goker-Alpan O, Kishnani PS, et al. The diagnosis
and management of Gaucher disease in pediatric patients: Where
do we go from here? Mol Genet Metab. 2022;136(1):4—-21. doi:
https://doi.org/10.1016/j.ymgme.2022.03.001

59. Vellodi A, Tylki-Szymanska A, Davies EH, et al. Management of
neuronopathic Gaucher disease: revised recommendations. J Inherit
Metab Dis. 2009;32(5):660-664. doi: https://doi.org/10.1007/
510545-009-1164-2

60. Alaei MR, Tabrizi A, Jafari N, Mozafari H. Gaucher Disease: New
Expanded Classification Emphasizing Neurological Features. Iran J
Child Neurol. 2019;13(1):7-24.

61. Altunbas G, Ercan S, Inang IH, et al. Extensive vascular and
valvular involvement in Gaucher disease. Asian Cardiovasc
Thorac  Ann. 2015;23(4):446-448. doi: https://doi.
org/10.1177,/0218492313513598

62. Kishnani PS, Al-Hertani W, Balwani M, et al. Screening, patient iden-
tification, evaluation, and treatment in patients with Gaucher disease:
Results from a Delphi consensus. Mol Genet Metab. 2022;135(2):154—
162. doi: https://doi.org/10.1016/j.ymgme.2021.12.009

63. MoBcucsH I.b., CypkoB A.H., HamasoBa-bapaHoBa J1.C.,
CaBocTbHOB K.B. Oco6eHHOCTM AMarHoCTUKKM 6ones3Hun fowe y
neten B Poccuickon Pepepaunn // POCCUIACKUIA KypHan [AeT-
CKOW remaronormm u oHKosnormn. — 2020. — T. 7. — N2 2. —
C. 42-53. — doi: https://doi.org/10.21682/2311-1267-2020-
7-2-42-53 [Movsisyan GB, Surkov AN, Namazova-Baranova LS,
Savostyanov KV. Features of the diagnosis of Gaucher disease in
children in the Russian Federation. Russian Journal of Pediatric
Hematology and Oncology. 2020;7(2):42-53. (In Russ). doi: https://
doi.org/10.21682/2311-1267-2020-7-2-42-53]

64. Hughes DA, Pastores GM. Gaucher Disease. In: GeneReviews
[Internet]. Adam MP, Feldman J, Mirzaa GM, et al., eds. Seattle
(WA): University of Washington, Seattle; 1993-2024. Available
online: https://www.ncbi.nlm.nih.gov/books/NBK1269. Accessed
on December 06, 2024.

65. Dinur T, Bauer P, Beetz C, et al. Gaucher Disease Diagnosis
Using Lyso-Gb1l on Dry Blood Spot Samples: Time to Change
the Paradigm? Int J Mol Sci. 2022;23(3):1627. doi: https://doi.
org/10.3390/ijms23031627

66. Kaplan P, Baris H, De Meirleir L, et al. Revised recommendations
for the management of Gaucher disease in children. Eur J Pediatr.
2013;172(4):447-458. doi: https://doi.org/10.1007 /s00431-
012-1771-z

67.van Dahl S, Mengel E. Lysosomal storage diseases as
differential diagnosis of hepatosplenomegaly. Best Pract Res
Clin Gastroenterol. 2010;24(5):619-628. doi: https://doi.
org/10.1016/j.bpg.2010.09.001

68. Marcucci G, Zimran A, Bembi B, et al. Gaucher disease and
bone manifestations. Calcif Tissue Int. 2014;95(6):477-494. doi:
https://doi.org/10.1007 /s00223-014-9923-y

69. NORD. Gaucher Disease. In: National Organization for Rare
Disorders (NORD): Official website. Available online: https://
rarediseases.org/rare-diseases/gaucher-disease. Accessed on
December 06, 2024.

70. Leonart LP, Fachi MM, Boger B, et al. A Systematic Review
and Meta-analyses of Longitudinal Studies on Drug Treatments
for Gaucher Disease. Ann Pharmacother. 2023;57(3):267-282.
doi: https://doi.org/10.1177/10600280221108443

71. Goker-Alpan 0. Optimal therapy in Gaucher disease. Ther Clin
Risk Manag. 2010;6:315-323. doi: https://doi.org/10.2147 /tcrm.
s6955

72. Starzyk K, Richards S, Yee J, et al. The long-term interna-
tional safety experience of imiglucerase therapy for Gaucher dis-
ease. Mol Genet Metab. 2007;90(2):157-163. doi: https://doi.
org/10.1016/j.ymgme.2006.09.003

73. Thypa3uM: WMHCTPYKLMSA MO NpuUMeHeHuto. PeructpaunoHHoe
yaoctoBepeHune N2 JIM-N°(003797)-(Pr-RU). [darta peructpa-
umun: 24.11.2003 // locynapCTBEHHbIN peecTp /eKapCTBEHHbIX
cpejceTs: oduumanbHbl cant. [Glurazyme: drug label. Registration
certificate No. JIM-N2(003797)-(PI-RU). Registration date: November
24, 2003. In: State Register of Medicines: Official website. (In
Russ).] [doctynHo no: https://grls.rosminzdrav.ru/Grls_View_
v2.aspx?routingGuid=bddc9fae-e918-4ea9-8e74-b63b01d953da.
Ccblnka aktnBHa Ha 06.12.2024.

74. Weinreb NJ, Goldblatt J, Villalobos J, et al. Long-term clinical
outcomes in type 1 Gaucher disease following 10 years of



imiglucerase treatment. J Inherit Metab Dis. 2013;36(3):543-553.
doi: https://doi.org/10.1007 /s10545-012-9528-4

75. BMIPUB: WHCTpPYKUMS NO nNpuMeHeHuto. PeructpaluoHHoe
ypoctoBepenne N2 JIM-N¢(002738)-(Pr-RU). [ata peructpa-
umm: 11.07.2023 // locypapCTBEHHbIN peecTp J/1eKapCTBEHHbIX
cpeacte: obuumanbHbIi cant. [Vpriv: drug label. Registration
certificate No. JIM-N¢(002738)-(PT-RU). Registration date: July
11, 2023. In: State Register of Medicines: Official website. (In
Russ).] [OoctynHo no: https://grls.rosminzdrav.ru/Grls_View_
v2.aspx?routingGuid=af8ba05e-dcad-4442-af95-ab4357860062.
Ccblfika aKTMBHa Ha 06.12.2024.

76. Gonzalez DE, Turkia HB, Lukina EA, et al. Enzyme replacement
therapy with velaglucerase alfa in Gaucher disease: Results from
a randomized, double-blind, multinational, Phase 3 study. Am J
Hematol. 2013;88(33):166-171. doi: https://doi.org/10.1002/
ajh.23381

77. Pastores GM, Rosenbloom B, Weinreb N, et al. A multicenter
open-label treatment protocol (HGT-GCB-058) of velaglucerase
alfa enzyme replacement therapy in patients with Gaucher disease
type 1: safety and tolerability. Genet Med. 2014;16(5):359-366.
doi: https://doi.org/10.1038/gim.2013.154

78. Giraldo P, et al. Safety and efficacy of velaglucerase alfa in
children with type 1 Gaucher disease: 2-year experience. Poster
presented at the American College of Medical Genetics (ACMG)
Annual Clinical Genetics Meeting. Charlotte, North Carolina, USA.
2012, March 27-31.

79. Tantawy AAG, El-Beshlawy A, Marzouk |, et al. Results From
a 12-Month Open-Label Phase 1/2 Study of Velaglucerase
Alfa in Children and Adolescents With Type 3 Gaucher Disease.
JInborn Errors Metab Screen. 2018;6. doi: https://doi.
org/10.1177/2326409818765564

80. Sagara R, Ishigaki M, Otsuka M, et al. Long-term safety and
effectiveness of velaglucerase alfa in Gaucher disease: 6-year
interim analysis of a post-marketing surveillance in Japan. Orphanet
J Rare Dis. 2021;16(1):502. doi: https://doi.org/10.1186/s13023-
021-02119-2

81. 3AMCO: MHCTPYKUMA MO NpUMeHeHuto. PerncrpaumnoHHoe
yaoctoBepeHue Ne J1N-004410. [OaTta pervcrpaumu:
15.08.2017 // locyaapCTBEHHbIN PEECTP J€KaPCTBEHHbIX CPEACTB:
oduumnanbHbin cant. [Eliso: drug label. Registration certificate
No. JITN-004410.Registrationdate:August15,2017.In:State Register
of Medicines: Official website. (In Russ).] ocTynHo no: https://grls.
rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=2e6257b6-268a-
4db4-9b72-0b0e38030b9d. Ccbinka akTMBHa Ha 06.12.2024.
82.Zimran A, Gonzalez-Rodriguez DE, Abrahamov A, et al.
Safety and efficacy of two dose levels of taliglucerase alfa
in pediatric patients with Gaucher disease. Blood Cells Mol
Dis. 2015;54(1):9-16. doi: https://doi.org/10.1016/].
bcmd.2014.10.002

83. Hughes D, Mikosch P, Belmatoug N, et al. Gaucher Disease
in Bone: From Pathophysiology to Practice. J Bone Miner
Res. 2019;34(6):996-1013. doi: https://doi.org/10.1002/
jbmr.3734

84. Bembi B, Ciana G, Mengel E, et al. Bone complications in
children with Gaucher disease. Br J Radiol. 2002;75(Suppl 1):A37 -
A43. doi: https://doi.org/10.1259/bjr.75.suppl_1.750037

85. Goker-Alpan O. Therapeutic approaches to bone pathology
in Gaucher disease: past, present and future. Mol Genet Metab.

2011;104(4):438-447. doi:
ymgme.2011.08.004

86. Accordant Health Services. CVS Caremark. Exercise and Gaucher
Disease. Available online: http://www.cvscaremarkspecialtyrx.com/
patients/condition-resources-tools/lysosomal-storage-disorders/
gaucher-disease/staying-healthy/exerc. Accessed on December
06, 2024.

87. Marzouk |, Deghady A, Omar OM, Ashour RS.
Hyperimmunoglobulinemia and IgG Subclass Abnormalitiesin Children
With Gaucher Disease. J Pediatr Hematol Oncol. 2019;41(7).e416—
e420. doi: https://doi.org/10.1097 /MPH.0000000000001574

88. Puri RD, Kapoor S, Kishnani PS, et al. Gaucher Disease Task
Force. Diagnosis and Management of Gaucher Disease in India —
Consensus Guidelines of the Gaucher Disease Task Force of the
Society for Indian Academy of Medical Genetics and the Indian
Academy of Pediatrics. Indian Pediatr. 2018;55(2):143-153.

89. Pasternack MS. Prevention of infection in patients with
impaired splenic function. In: UpToDate. Available online: https://
www.uptodate.com/contents/prevention-of-infection-in-patients-
with-impaired-splenic-function?topicRef=3994&source=see_link.
Accessed on December 06, 2024.

90. Stirnemann J, Belmatoug N, Camou F, et al. A Review of Gaucher
Disease Pathophysiology, Clinical Presentation and Treatments.
Int J Mol Sci. 2017;18(2):441. doi: https://doi.org/10.3390/
ijms18020441

91. CmeTtaHuHa H.C. TlemaTonorMyeckne nposiBieHns 60ne3Hu
fowe // Bonpocbkl rematonorun/OHKOA0rMU 1 MMMYHONAToI0rMm B
negnatpmm. — 2016. — T. 15. — N2 2. — C. 53-58. — doi: https://
doi.org/10.24287/1726-1708-2016-15-2-53-58 [Smetanina NS.
Haematologic manifestations of Gaucher’s disease (Review of
literature). Pediatric Hematology/Oncology and Immunopathology.
2016;15(2):53-58. (In Russ). doi: https://doi.org/10.24287 /1726-
1708-2016-15-2-53-58]

92. Bohte A, van Dussen L, Akkerman E, et al. Liver fibrosis in type |
Gaucher disease: magnetic resonance imaging, transient elastography
and parameters of iron storage. PLoS One. 2013;8(3):e57507. doi:
https://doi.org/10.1371 /journal.pone.0057507

93. de Lédinghen V, Le Bail B, Rebouissoux L, et al. Liver
Stiffness Measurement in Children Using FibroScan: Feasibility
Study and Comparison With Fibrotest, Aspartate Transaminase
to Platelets Ratio Index, and Liver Biopsy. J Pediatr Gastroenterol
Nutr. 2007;45(4):443-450. doi: https://doi.org/10.1097/
MPG.0b013e31812e56ff

94. KpuseHuoBa H.A., TepewieHKo .B. OueHKa KNeTo4HOCTU KOCT-
HOr0 MO3ra MeTOAOM MarHWTHO-PE30HaHCHOW Tomorpadbun npu
annacTM4ecKon aHemuun y aeten // Bonpocskl rematonorum/oHKo-
n0rMnM M UMMyHonatonorum B neguatpun. — 2023. — T.22. —
Ne1.— C. 73-77. — doi: https://doi.org/10.24287/1726-
1708-2023-22-1-73-77. [Kriventsova NA, Tereshchenko GV. Bone
marrow cellularity assessment using magnetic resonance imaging
in children with aplastic anemia. Pediatric Hematology/Oncology
and Immunopathology. 2023;22(1):73-77. (In Russ). doi: https://
doi.org/10.24287/1726-1708-2023-22-1-73-77]

95. Gawad Tantawy AA, Moneam Adly AA, Madkour SS, Salah
El-Din NY. Pulmonary manifestations in young Gaucher disease
patients: Phenotype-genotype correlation and radiological
findings. Pediatr Pulmonol. 2020;55(2):441-448. doi: https://doi.
org/10.1002/ppul.24544

https://doi.org/10.1016/j.

MpunoxeHune

METO/0/10rUsl PASPABOTKH K/IMHUYECKUX PEKOMEHAALMHA
LleneBas ayauTopmnsa AaHHbIX KIMHUYECKUX PEKOMEHAaL Ui

1. Bpauun-neamatpbl.

2. Bpauu o6uien NpaKTUKKU (CeMeHbIe Bpayw).
3. Bpauun-ractposHTEPONOTrH.

4. Bpayu-reHeTuKu.

5. Bpauun oHKONOrn-remMatonoru AeTcKue.

6. Bpauun-xvpypru getckue.

7. Bpayun-HeBponoru.

8. MeanuMHCKME NCUXOSIOTU.

9. CTyAeHTbl MEAULIMHCKMX BY30B, MHTEPHbI, OPAUHATOPbI.
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Ta6nuua 1. LLIkana oueHKM ypoBHEN 4OCTOBEPHOCTK AoKa3aTenbcTs (YA ) Ana MeToaoB AUarHOCTUKM (AMarHOCTUYECKUX BMeLllaTeNbCTB)
Table 1. Scale of assessment of levels of evidence for diagnostic methods (diagnostic interventions)

YAAQ PacwundpoBKa

1 CucTeMaTyeckue 0630pbl UCCEN0BaHUA C KOHTPOAEM pedepeHCHbIM METOIOM Ui CUCTEMAaTUYECKMI 0630D
PaHAOMU3MPOBAHHBIX KNMHUYECKUX UCCNEA0BaHMI C NPUMEHEHWEeM MeTaaHanmaa
OTaeNbHbIE UCCNEN0BAHNUA C KOHTPONEM PedEPEHCHbIM METOIOM WAW OTAE/NbHbIE PAaHAOMU3UPOBAHHBIE KIIMHUYECKHUE

2 “ccneaoBaHusa U cucTeMaTuieckue 0630pbl UCCeaoBaHUin 1060r0 A13aliHa, 3a UCKITIYEHMEM PaHA0MU3MPOBaHHbIX
KNIMHUYECKMX MCCNEeoBaHui, C NPUMEHEHWEM MeTaaHannsa
WccnepoBaHus 6e3 NocneaoBaTenbHOro KOHTpons pedepeHcHbIM MeTOA0M, UK UcCefoBaHus ¢ pedepeHCHbIM METOAOM, He

3 ABNAOLMMCS HE3ABMCUMbBIM OT UCCAeAYEeMOro MeToaa, Uik HepaHAOMW3MPOBaHHbIE CPAaBHUTENbHbIE UCCIe0BaHNS, B TOM
YnCEe KOTOPTHBIE UCCNEefoBaHUS

4 HecpaBHWTeNbHbIE UCCNEN0BaHNS, ONUCAHWe KIMHUYECKOro Ciyyast

5 MmeeTcs nuilb 060CHOBaHWE MexaHn3ma AeNCTBUA UM MHEHUE SKCEPTOB

Ta6auuya 2. LLIkana ouLeHKM ypoBHEN AOCTOBEPHOCTU AoKa3aTensbeTs (YAA) Ans MeToaoB NpodUNaKTUKK, IeYeHUs U peabunntauuu
(NpodunakTUHecKmx, nevebHblx, peabunnTaLMoHHbIX BMeLaTenbCTB)

Table 2. Scale of assessment of levels of evidence for methods of prevention, treatment and rehabilitation (preventive, curative,
rehabilitation interventions)

YAAQ PacwundpoBKa

1 CuctemaTtnyecKkuii 0630p paHAOMU3UPOBAHHbIX KTMHUYECKUX UCCeloBaHWI C NPUMEHEeHMeM MeTaaHannaa

2 OTaenbHblE PaHAOMW3UPOBAHHbIE KIIMHUYECKME UCCIeA0BaHUS U cUCTEMaTUYeCKUe 0630pbl UCCef0BaHWI IOGOro AuM3aiHa,
3a UCK/Il0YEHWEM PaHAOMU3MPOBAHHbIX KIIMHUYECKUX UCCNEOBAHNI, C NPUMEHEHWEM METaaHan13a

3 HepaHAoMU3WpOBaHHbIE CPaBHUTENbHbIE UCCNEA0BaHUS, B TOM YUC/Ie KOrOPTHbIE UCCNeL0BaHNUS

4 HecpaBHUTENbHbIE UCCNEAOBAHNUS, OMUCAHME KIMHUYECKOrO Cllydas Un CEPUM CNydaeB, UCCNefoBaHus «Cayvyan — KOHTPOb»

5 MmeeTcs nuwb 060CHOBaHWe MexaHW3Ma AelCTBUSA BMellaTeNbCTBa (AOKINMHUYECKME UCCNeA0BaHUSA) N MHEHWE
3KCNepToB

Ta6auuya 3. LLKana oueHKM ypoBHeEN y6eanTenbHoCTH pekoMeHgaunn (YYP) ans MetoaoB NpodUnaKkTUKK, AMarHOCTUKK, NeHeHUs U
peabunutaumun (NpodrUNaKTUYeCKUX, AMarHOCTUYECKHMX, Ne4ebHbIX, peabunnTaLnoHHbIX BMeLWaTenbCTB)

Table 3. Scale of assessment of levels of evidence for methods of prevention, diagnosis, treatment and rehabilitation (preventive,
diagnostic, therapeutic, rehabilitation interventions)

YYP PacwudpoBka
CunbHas pexkomMeHaauua (Bce paccMaTpuBaemMble KpUtepumn SdJC])eKTVIBHOCTVI (MCXOAbI) ABNAOTCA BaXXHbIMU, BCEe UCCNefoBaHUA
A MMELIOT BbICOKOE MU yAOBETBOPUTENIbHOE METOA0TIONNMYECKOE Ka4eCTBO, UX BbIBObl NO NHTEPECYOLWKMUM UCXOoAdaM ABAOTCA
cornacoBaHHbIMM)
YcnoBHas pekoMeHaauus (He Bce paccMaTpuBaemble KpuTepum aGPEKTUBHOCTHU (MCXOAbl) ABNSIOTCSA BaXHbIMK, HE BCE
B nccnegoBaHua UMeEoT BbICOKOE UM yAOBIETBOPUTE/IbHOE METOA010rM4YeCcKoe Ka4ecTBo VI/I/IJ'II/I MX BbIBOAbl MO NHTEPECYOLWNM
NCX04aM He ABNAtTCH COI’J‘IaCOBaHHbIMI/I)
Cnabas pexkomMeHgauua (OTcyTCTBVIe AOKa3zaTeNlbCTB Haaiexallero kad4ectBa — BCeE paccMaTpuBaeMble KPUTEPUU
C Sq)d)eKTVIBHOCTVI (MCXO,EI,bI) ABNATCA HEBAXHbIMU, BCe UCCNeJOoBaHUA UMEKOT HU3KOEe MeTo40JlorM4yeckoe Ka4eCTBoO U UX BbIBObl
No UHTEpPECYLWNUM UCcXoaaM He ABNIAITCA COI’ﬂaCOBaHHbIMM)
MopsapoK 0GHOBIEHUA KIIMHUYECKUX [aHHbIX C MO3ULIMKN AlOKa3aTeNbHOM MeAULIMHbI O BONMPOCaMm
pekomeHpauumn OWNArHOCTUKK, NeveHus, NpodUnakTUKkM UM peadunantTaumnu
MexaHu3M OGHOBNEHUS KIMHUYECKUX PEKOMeHAaLunn KOHKPETHbIX 3a60/1eBaHUN, HaNM4YMM 060CHOBAHHbIX AOMOJI-
npegycMaTpmBaeT UX CUCTEMaTUYECKYO aKTyanmsauumio — HEeHWIN/3amMevyaHnn K paHee YTBEPKAEHHbIM KIMHUYECKUM

He pexke Yem 1 pa3 B 3 rofa, a TaKxKe Npu NosiBAEHUM HOBbIX peKkoMeHaaumnsaM, HO He Yaule 1 pa3a B 6 Mec.
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HoBocTu neguaTpuieckon papma

'.) Check for updates

FDA ofo6pui0 HOBbIX Npenapar

ANA NeYeHUs NeMKeMuu

npaBfieHWe MO CaHWTApHOMY HaA30py 3a KayecTBOM

nUWeBbIX NPOAYKTOB U MeankameHToB CLUA (FDA)
ogo6puno npenapat Imkeldi (MmmaTuHubGa me3wunar)
ONg nedyeHus onpeaeneHHbix dopm nenkemun. OH npeq-
Ha3HayeH ANsS WCNONb30BaHWUA y B3POCAbIX U AeTen
B BO3pacTe oT 1 rofla ¥ NOKa3aH AN IeYEHUs XpOHHUYe-
CKOro MMENonaHOro 1enKosa, oCcTporo NMM@o6aacTHOro
NenKos3a, muenogucnnacTuyeckux/mumenonponndepa-
TUBHbIX 3a60f€BaHUM M KENYyJOYHO-KULIEYHbIX CTPO-
MaflbHbIX OMYyXON€eW, a TaKXe arpeccMBHOr0 CUCTEMHOIO
MacToLMTO3a, TMNepP303MHODUIBHOTO CUHAPOMA, XPO-
HMYECKOro 203MHOOUIBLHOIO JIeMKo3a W Bblbyxatowen
nepmatopmnbpocapKoMbl.

Imkeldi — 3710 »nakaa dopmyna umatnHwuba, KoTopas
ncnonb3yeT GUPMEHHYIO TEXHONOMUIO AN TOYHOIO JO3MPO-

HoBbiX Nnpenapar B Ie4eHUU

npaB/iEHNE N0 CaHUTapPHOMY HAA30pPY 3a KAa4eCTBOM MuLle-
BbIX MpoayKkToB n meavkameHtoB CLUA (FDA) ono6puno
npenapat Revuforj (peBymeHW6) Ans n1e4eHns 0CTPoro NIeNKo-
3a ¢ nepecTtpovikon reHa MLL (KMT2A). 3Ta peaKkas v arpec-
cvBHas dopma NenKemMun nopaxkaet AeTeN U B3POCbIX, B TOM
yucne Tex, y Koro ocTpbii MMENOUAHbIM NENKO3 pa3BuBaeTCs
KaK No604HbIn 3PdEKT XMmMoTEpanuuM Mo MnoBOAYy APYroro
paka. PeBymMeHNG6 — nepBas TapreTHas Tepanus 31oro Tmna
NeNKeMUU — AaeT HOBYIO HaZeXKay NaLuMeHTaM 1 X CeMbSIM.
AHomanun KMT2A BcTpevatotcs B 5-15% cnyyaes
ocTporo nMmdo6aacTHOro nenkosa u B 3% cnyy4aeB OCTPO-
ro MWENOMZHOro nNemKosa y B3POCNbIX. TaKMM 06pas3oMm,
peByMeHn6 MpUMEHUM He Ans BCex ClyyaeB NenKkosa,
HO OH pelaeT NpobaemMy CMOXKHOIro MOAMHOXECTBa, KOTO-
poe 4acTo YCTOMYMBO K CTaHAAPTHbLIM MeToAaM NevyeHus.
PeBymeHW6 sBSIETCS MHIMOUTOPOM MEHWMHaA — nep-
BbIM MpenapaToM 3TOro Kiacca, npegHa3Ha4yeHHbIM

EMA opo6puno aynunymao

BaHMA U Gopmyny, anbTepHaTUBHYO TabneTkaM. OHa npea-
cTaBnsieT cob60M KOHLUEHTPMPOBAHHLIM PacTBOP, COAEpKa-
wnn 80 Mr/mn nmatmHuba.

«Mbl pagbl NPEANOXNUTb BapMUaHT NepopasibHOro pacTeo-
pa an9 NauneHToB C IEMKEMUEN U APYTMMU BMAAMMU paKa,
YTO ABNSIETCSH CYLLECTBEHHbIM JOCTUXEHUEM ANS ThICAY HYXK-
Jawoumxcs», — ckasana LlapoH KaHHWHrem, reHepanbHbIn
avpektop Shorla Oncology. MNepopanbHble pacTBOPbl MOTYT
obecneyntb 60/1ee TOYHYIO 1 MOCTOSIHHYIO JO3UPOBKY, Npea-
naras yao6Hylo anbTepHaTMBY A9 NaLUMEHTOB, KOTopble
MCMbITbIBAOT TPYAHOCTHM C ITOTAHUEM UM KOTOPbLIM TpeByeT-
Ccs JO3MPOBKa, aganTMpoBaHHaAs K M/owaan NoBepxXHOCTU
Tena.

UcTouHmK: https://www.hematologyadvisor.com/news/
fda-approves-imatinib-oral-solution-imkeldi/

OCTPOro 1IeMKo3a

ana nedveHuns nevkemumun. Ero pgencreue 3akstovaeTcs
B 6/10KMPOBAHUM B3anmmMoaencTBua MeHnH-KMT2A, KoTo-
poe UrpaeT pellaolLLyo ponb B nponndepamm NeMKo3HbIX
KNeTOK C JaHHOW reHeTU4ecKon aHomanuen. Takum obpa-
30M, npenapaTt npuM3BaH NOMOYb HEKOTOPbLIM NauueHTam
[I0CTUYb PEMUCCUN U NEPENTU K NOTEHLMANBHO LIENEBHbIM
MeTolaM fle4YeHUsl, TaKUM KaK TpaHcnnaHTauus CTBOJIO-
BbIX KNETOK.

Opno6peHne perynsatopa 6bJ10 OCHOBAHO Ha pe3ysbTa-
Tax uccnegosaHma AUGMENT-101 ¢ yyactnem 104 nauyu-
€HTOB, MO0 pe3ynbTaTaM KOToporoy 63% nauneHToB Habo-
[lancsa YacTUYHbIA UKW NONHbLIA OTBET Ha nedveHue; 21,2%
nauueHToB, Mofly4yaBlIMX PeBYMEHWO, AOCTUIMIM MOJSIHOM
PEMUCCUN UK NOMHOW PEMUCCHUM C YAaCTUYHbIM FremMaTtono-
rMYECKUM BOCCTAHOB/IEHUEM.

UcTo4YHuK: https://ru.everyone.org/blog/revumenib-
approval-in-europe-and-beyond

ANA neyeHuda 33odarurtay gerteu or roga

BPOMENCKOe areHTCTBO Mo NIeKapCTBEHHbIM CpeacTBam

(EMA) opo6puno ucnonb3oBaHue npenaparta Dupixent
(aynunymab) ans nevyeHus 303MHOPUIBHOro a3odaruta
y neten ot 1 roga go 11 net (Becom oT 15 Kr). 3t0 nep-
BO€ /IEKapCTBO, CreLnanbHO PeKOMeHA0BaHHOe ANg eTen
¢ 3Tum 3aboneBaHuem B EBponenckom cotse, paHee OHO
6b1/10 0J06PEHO TOSILKO A9 B3POC/bIX M MOAPOCTKOB.

JddeKTMBHOCTL AynunyMaba ans geten ¢ 303MHOPUIb-
HbIM 330¢arnToMm Gbina MNOATBEPK/AeHa B UCCNefoBaHUK
EoE KIDS ¢asbl lll, B xoge KOTOporo aetu, noayvyasline
npenapart, NoKa3anu 3Ha4YnTebHOEe CHUXKEHWE CUMMNTOMOB,
TaKMUX Kak BocnaseHre NuuleBoaa v 3aTpyaHEHWE MOTaHuMS.

Ha 16-v Hep nevyeHns 68% y4aCTHWKOB, NOJyYaBLIMX AYMNK-
nymab, AOCTUIMKN pemuccum (No cpaBHeHUo ¢ 3% B rpynne
nnaue6o). T pesynbTaTbl COXPaHAIUCb 4O OAHOrO roAa,
noaTBEpPXaas 4ONrOCPOYHYI0 3PDEKTUBHOCTb NEYEHUS.

Dupixent ctan nepBbiM NpenapaToMm, NOJYy4YMUBLIMM OJ0-
6peHne EMA ang nedyeHms 303MHODUIBHOTO 330darvrta
y AeTten OT ogHoro roga B EBpone. 370 paclwupeHue
No3BONIIET Ha3Ha4yaTb npenapaTt AeTsaM, KOTopble MIoXo
KOHTPONUPYIOTCH UM HE MOTYT NPUHMUMATb TPAAULMOHHYIO
Tepanuio.

UctouHmk: https.//gxpnews.net/2024/11/ema-odobrilo-
dupixent-dlya-lecheniya-ezofagita-u-detej-ot-goda/
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