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408

O6paweHume K yutarensam

[oporue apy3ba, Konneru!

HepaBHO npouuTana ofHy Hay4yHyl CcTaTbio, KOTOpas MoBepria MEHS B LIOK.
OKasblBaeTcs, B3PbIBHOM POCT Hay4HbIX UCCNEeA0BaHUI B MEAULMHE UAET TaKUMK CTpe-
MWUTENbHBIMW TEMMAMMW M CTO/Mb 3KCMOHEHLMANbHO, 4YTO NOJHOE OGHOBJIEHWE AaHHbIX
npoucxoaut 3a 18 aHen. Baymantech! 3a 18! Ewe Kakunx-Tto 20 neT Ha3af Ha 3TO HYXHO
ObI1/1I0 5 NeT (NoYemy U HaluW NepenoaroToBkK 1 pa3 B 5 NeT BbIMAAENN BNOHE YMECT-
HbIMW). A Tenepb — 3 HeZenu...

Ho Ha npodeccroHanbHyo NepenoaroToBKY Mbl €XXEMECSYHO HMKOro OTNpaBnsaTb
He 6yieM, MOTOMY 4TO Y HaC €CTb IYHLINI MHCTPYMEHT — HalUW XKypHabl, rae NOCTOSHHO
nevyaTaloTcsd camMmble nocnegHne ob6HoBNEeHMS B N060M 06/acTu negmaTpun U oxpaHbl
30pOBbS AETEN.

TaK, B 3TOM HOMepe Mbl NPUrOTOBUAN ANs Bac ABE NYGAMKALMU HOBbIX KTMHUYECKUX
peKkoMeHJaluun (Mo MbllwevyHon auctpodun [oweHHa U KpanuBHULE), NATb 0630p0B
nMTepaTypbl MO LWMPOKOMY Kpyry npoGiem (naTeHTHOMYy AedUUMTY Kenesa y AeTen
paHHero Bo3pacta C 06CYXAeHMEM ApaMaTUYeCKUX NOCneacTBMI 3TOro pacnpocTpa-

HEHHOro COCTOSIHMSA, NO MNOCNEAHUM [JaHHbIM O NMPUMEHEHWUM GIOKATOPOB NPOTOHHOM MNOMMbI Y AeTeN, MO HOBbIM NOAX04aM
K Be4EeHUIo JeTew C MMMKOreHo3aMmn U MyKOBMCLMAO030M, @ TaKKe No 4YacToTe UMMYHOLEDULMUTHBIX COCTOSHUI Y NaLMeHToB
C BPOXAEHHbIMW NOPOKaMu cepfLa). Kpome Toro, B 3T0M HOMepe ABE OpUrnHalbHble CTaTbu Ha BECbMa HEOXKUAAHHbIE TEMbI:
COBEpPLIEHCTBOBaHNA MHPOPMALMOHHbIX CUCTEM 34paBooxpaHeHuns (Ha npumepe EMUAC r. MOCKBbI) M onpeaeneHuns npusep-
YEHHOCTU Tepanuu NoAPOCTKOB (C MCMOJIb30BAHMEM crneLmanm3npoBaHHbix aHKeT KOMM-25).

0693aTenbHO 3arngH1MTe B pasaensl «<HoBOCTWM» (Bbl HanWaeTe TaM MHTEpPECHble GaKTbl, KOTOPbIE ONpPeaeNnsatoT BEKTOP
pa3BUTUSA neagnaTpu4eckon Hayku) n «MHdopmaumsa Coro3a negmaTpoB Poccum» (yBepeHa, Bbl MopagyeTecb HaWuM obwmm
ycnexam!).

Tak 4T0 NpuaTHOro npocmotpa! Bel 0693aTeNbHO NONYyYUTE YLOBONALCTBME OT MPOYTEHUS HOBOIO HOMepa XypHana!

C yBaXkeHuem,

rnaBHbIA pefAaKTop XKXypHana, akageMuK PAH, npodeccop, 3acnyXeHHbIW AeATeNb HayKu PO,
3aBepyowan Kapeapon GpaKynbTeTCKON NneagnaTtpum neguaTpmueckoro

¢dakynbtreta PHUMY um. H.U. Nuporosa,

pykoBoautenbo HUU negmnatpum n oxpaHbl 3J0poBbA AeTEN

HKL| N22 ®IrBHY «PHUX um. akag. b.B. MeTpoBcKoro»,

coBeTHUK BO3, uneH 6iopo Ucnonkoma MexxayHapoaHOW neguaTtpuiecKom accoumaLmm,
nacTt-npe3uaeHT EBponeickon neguatpuyeckon accoumnauun (EPA/UNEPSA),

noyeTHbi npodeccop YHuBepcuteta Popxa (Urtanus),

NoYeTHbIN YeH neguaTpuyeckoro pakynbreta KoponeBcKoro Konnegxa repanesros UpnaHgum
JNeinna CeimypoBHa HamasoBa-bapaHoBa

Dear friends, colleagues!
Recently | read a scientific article that really shocked me. It turns out that the significant growth of scientific

research in medicine is proceeding in such a rapid and exponential way that a complete data update occurs within
18 days. Think about it! 18 days only! It took 5 years only 20 years ago (that is why our retraining program once every
5 years were relevant). And now it is only 3 weeks...

Still, we will not send anyone for professional retraining every month as we have a better tool. Itis our journals where
most recent updates are published covering any field of pediatrics and children healthcare.

We have prepared two new clinical guidelines for you (Duchenne muscular dystrophy and urticaria), five literature
reviews on different topics (latent iron deficiency in infants with further discussion of the dramatic consequences
of this common condition; recent data on the use of proton pump blockers in children; new approaches in glycogen
storage diseases and cystic fibrosis management in children; immune deficiency frequency in patients with congenital
heart defects) in this issue. Moreover, there are two original articles on very unusual topics: improvement of health
information systems (on the example of Unified medical information analysis system, Moscow), and assessment of
adolescent compliance to the therapy (using specialized questionnaires KOP-25).

Do not forget to check the “News” section (you can find interesting facts determining the vector of pediatric science
development) and “Information from the Union of Pediatricians of Russia” section (I am sure that you will enjoy our
collective success!).

Enjoy the reading! You will be pleased reading the new issue of the journal!

Kind regards,

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

Head of the Ped iatric Department of Pediatric Faculty of N.I. 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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annepru4yecKux 6osie3Hen y AeTtem
Ha npumepe r. MocKBbl

ABTOD, OTBETCTBEHHbII 32 NEPENUCKY:

[JleHncoBa AHnTa Po6epToBHa, KaHAMAAT MEeAMLMHCKUX HayK, acCUCTeHT Kadeapbl AeTckux 6onesnen PrAQY BO Mepsbii MTMY um. U.M. CeyeHoBa
MwuHagpaBa Poccumn (Ce4eHOBCKMI YHUBEPCUTET), BeayLUni Hay4YHbIM coTpyaHUK HUW neamatpum n oxpaHsl 30oposbst getei HKL, N°2 ®IEHY
«PHLX um. akag. b.B. MeTposckoro» MuHo6pHayku Poccuu

Appec: 119992, Mocksa, b. Muporosckas, 19, Ten. (pa6.): +7 (495) 135-55-32, Ten. (M06.): +7 (916) 419-86-97, e-mail: Anita_D@mail.ru

O6ocHoBaH#Me. [1osiB/ieHWe HOBbIX QYHKLMOHaJIbHbIX BO3MOMHOCTEMN CTaTUCTMHECKOro yyeTa ro3BOJIN/I0 MPOBECTH CpaB-
HWUTEJNIbHbIN aHan3 3a601eBaeMOCTH alIepPruyecKkuMm nNaToorusiMu o peecTpam asieprosoroB U neauaTpoB U3 eau-
HOM MeAMLMHCKON MHGpOpMaLUUOHHO-aHaantuyecKon cuctembl (EMUAC) r. MocKBbl v gaHHbIM M3 ¢opMbl peaepasbHOro
cTatMcTnyeckoro HabmwogeHrns Ne 12 (@CH N° 12). Lenb nccnegoBaHusi — U3y4uTb noTeHUman mcrnosib3oBaHms EMUAC
/19 OEeHKU/MOHUTOPHHIra 3a60/1€BaeMOCTH allIeprm4eCcKUMmM NaToaorusiMmu, B TOM Yucjae n 6poHXMaibHOM aCTMON, y AeTen
Ha rnpuMepe HeCKOJIbKMX aMOBy1aToOPHO-MOMKIMHMYECKMX LeHTpoB (AlL) r. MockBbl. MeToabl. [lpoBegeHO ucciefoBaHme
KOMGUHMPOBaAHHOIo An3ariHa. bbiav npoaHann3upoBaHsbl faHHbIe geTen HeckobKkux AlL r. MockBbl — cBegeHus usa EMUAC
(peecTpoB HabnwAeHNA NeanMaTpoB M alIeprosoroB-MMMYHOI0rOB) U M3 OTYETHbIX ¢opm DCH N° 12. PesynbraTbl.
[ns cpaBHUTE/IbHOro aHanan3a CTaTUCTUYECKUX AaHHbIX M3 EMUWAC u ®CH N2 12 udyuymnn cBegeHusi 60 851 pebeHKa
B Bo3pacTe fj0 18 net. BoisiBneHo, 4To u3 60 851 pebeHKa anneprudeckuii puHuT, no gaHHbiM ®CH N° 12 n EMUAC, 6bin
yctaHoBsieH y 1001 n 1059 naumeHToB, atonuyeckui gepmatut — y 142 u 345, kpanuBHuua — y 363 u 33; aHrMooTeKk —
y 4 n 16 cooTBETCTBEHHO, nuueBas aaneprus — y 233 getei (o ®CH N2 12) u Hu y Koro m3 geten (no gaHHbiM EMUAC).
JnarHo3 6poHxmanbHoM acTmMbl M3 60 851 pebeHka umenn 619 aeten no gaHHbIM rogoBoro otyeta (OCH N2 12) u 537 —
no peectpam HabnwogeHus negmatpa (EMUAC). lpn aTOM yCTaHOBJ/IEHO, YTO AMarHo3 6pOHXMabHOM acTMbl OTCYTCTByeT
KakK oTaesibHasi HO30/10r1sl B PEECTPE a/i/ieprosiora-uMMyHOs10ra, M CBEAEHMS 0 AETSX C aCTMOM JOCTYMHbI 3TOMY CELUNaancTy
TOJIbKO MPM NPOBEAEHNM aHaIn3a BbirPyKEHHbIX CBEAEHUI O AETSAX C APYrMMM alIeprudeCcKUMm 601e3HAMU. 3aKIloYeHHe.
JocTaTo4yHas Bbl6opKa obecrieynna BbICOKYH PENPEe3eHTaTMBHOCTb M0JY4EHHbIX PEe3Y/1bTaToB. BbIsSiBAEHHbIE pH CpaBHU-
TeJIbHOM aHa/In3e JlaHHbIX N3 Pa3/IMYHbIX MCTOYHMKOB — EMUWAC n ®CH N° 12 — otamn4usi B nokaslaTtessx 3a60/1eBaemMoCcT1
anneprnyecknummu 601e3HsIMM yKa3blBatoT Ha HE06X0AMMOCTb KaK COBEPLIEHCTBOBAaHUS CUCTEMbI CTATUCTUYECKOIO yyeTa, Tak
1 pa3paboTKU COBPEMEHHbIX alrOPUTMOB PaHHEN ANarHOCTUKU N AMHAMWYECKOIro HabatoAeHUs AETeN C alaepruen.
Knro4deBble cnoBa: annepruyeckne 601€3HM, BPOHXMasibHasi acTMma, allePrudeCKuit PUHWT, aTOMUYECKUH AepMaTwuT,
nuujeBas anneprus, 4etm

Ansa yntupoBaHusa: [exHvncoa A.P., ManaxoB A.B., Mamnypa A.H., BuwHeBa E.A., ConoweHKko M.A., la6owsunn H.M.,
HamaszoBa-bapaHoBa J1.C. Oco6eHHOCTM CTAaTUCTUYECKOro y4yeTa anfepruieckux 6one3Hen y AeTen Ha npumepe
r. Mocksbl. lMegnatpudecKkas papmakonorus. 2023;20(5):409-419. doi: https://doi.org/10.15690/pf.v20i5.2633

OBOCHOBAHME

ToYHble cBeleHNs O peanbHOM pacnpoCTPaHEHHOCTH
N MHUMAEHTHOCTU — 06 UCTUHHOM Konn4ecTBe BGOJbHbIX
KOHKPETHbIX BO3PacCTHbIX KaTeropui ¢ NOATBEPKAEH-
HblM 3a60neBaHMEM — ABNAIOTCA HEOBXOAMMbIM cnarae-
MbIM ycnexa ANns OKa3aHusa Ka4eCTBEHHON MeAWULMHCKOMN
NOMOLLM KaK B OpraHn3aLnMoHHOM acnekTe, Npu N1aHmupo-
BaHWM NPOLIECCOB, TaK U B 9KOHOMUYECKOM — Ans dop-
MWPOBaHMA GloaxKeTa Ha pacxodbl 3paBOOXPaHEHMS.
370 aKTyaslbHO KaK Ansl pacnpoCcTpaHeHHbIX naTtonoruye-
CKMX COCTOSIHWIM, Hanpumep Ans anfepruyeckux 3abone-
BaHWK, TaK U ANa peakux 6onesHen. Mpu aTom, ¢ ogHOM
CTOPOHbI, TaKNe AaHHble oTparkatoT IPDEKTUBHOCTL yIKe
NPUMEHSAEMbIX AMArHOCTUYECKMX aNropuTMoB, @ C ApPY-
rov — abCoNOTHO 3aBMCUMbI OT MCMOMb3YIOWKUXCA 3MK-

[EMMNONOTMYECKUX NOAXOA0B — NpoLeayp U UHCTPYMEHTOB
PUKCaLMN U aHann3a CBEIEHUIN 0 3a60/1EBAEMOCTH.

OpraHusaums M nNpoBefeHWe MOMHOLEHHbIX KPYMHO-
MaclWTabHbIX — MONYASALMOHHbBIX — 3MUAEMMUONOTMYECKUX
nccnenoBaHMin BeCbMa TPYAOEMKK U BpeMA3aTpaTHbl, Nony-
YeHHble pe3ynbTaTbl MOTYT MMETb PaCXOXAEHWs M Non-
HOCTbIO 3aBWCAT OT BblOpaHHOM MeTOA0N0rMM (MOKa3aHo,
4YTO [aHHble CaMOOTYETOB PECMOHAEHTOB B pasbl Bbille
uMdp, NOAy4yeHHbIX B UCCAEAOBaHMUAX, BK/IOYaOWMX 3Tan
BbI6GOPOYHOIO KJIMHUYECKOro o6cnefoBaHus) [1].

TaKkne pacxoraeHus OTMEeYEHbI A1 MHOXEeCTBa HO30/10-
MK, B TOM YMcne Ans annepruyeckmx 6onesHen. lNokasaHo,
4YTO AaHHble OPUUMAIbHOW CTATUCTUKK «3aHMUMKalT» 3Mu-
[eMUOJSIOrMYecKne noKasaTtenn. Tak, Mo peaynbraTam
KIMHWUKO-3NUAEMMUONOrMYecKoro uccneaoanns GAZLEN

PEDIATRIC PHARMACOLOGY. 2023;20(5)
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(CNMOWHOro aHKETUPOBAHUA U BbIGOPOYHOrO KOMMIEKCHOrO
o6cnenoBaHus), NPOBEAEHHOMO CPean NOAPOCTKOB 15-18 neT
B 2008-2009 rT. ¢ y4yacTMem ABYX LIEHTpPoB Poccuickomn
depepaumm (. MockBa M TOMCK), UCTUHHAsA pacnpoCTPaHeH-
HOCTb annepruyecknx Gone3Hen CyLLeCTBEHHO HUXE BCTpe-
4aeMoCTM CMMNTOMOB — B 4 1 3,2 pa3a, MeHbLUIE «TeKyLlen
3aboneBaemoct» — B 1,4 1 2,8 pasa U 0AHOBPEMEHHO 3Ha-
YUTENbHO Bblle oduLManbHbIX CTAaTUCTUHECKMX MOKa3aTe-
nen — B 2 n 20,8 pasa 4na acTMbl U anleprmiecKoro puHUTa
COOTBETCTBEHHO [2]. B TO e BpeMsi KOHCTAaHTHOCTb OPULM-
anbHbIX JaHHbIX B AMHAMWKE CBWAETE/NLbCTBYET, 4TO npobse-
Ma rMNOAMarHoCTUKKM annepruiyeckux 6onesHen coxpaHaeTcs,
a MeToLo/10rns cbopa 1 pernctpaLmm oduLmanbHbIX ANMAEMU-
0/10rMYECKMX CBEAEHMI TPEBYET yCOBEPLLUEHCTBOBaHUS [3, 4].

BaxkHoW deHOTUNMYEeCKOW XapaKTEPUCTUKOW annepru-
YEeCKOM MaToNormK, YCIOXHAWENR 0COBEHHOCTU CTaTUCTU-
YeCKOro yyeta, 9BNAETCA MYbTUMOPOUAHOCTb — Hanuyue
Yy OAHOro naLlueHTa OLHOBPEMEHHO HECKOJNIbKUX JMarHo308
(6pOHXMaNbHOM acTMbl, anepruyeckoro puHUTa, annepru-
YECKOro KOHBIOHKTUBMUTA, aTOMMYECKOro gepmaTuta), TaK
KaK GUKcaLns BCex AMarHo30B B JaHHOM Cily4ae oCyllecT-
BNSIETCA He BcCerga W nauueHT «HaxoAUTCS» Ha AMcnaH-
CepHOM HabNoAEHUN / CTAaTUCTUHECKM «yYUTbIBAETCS» NULLb
no 04HOMY U3 MarHo30B.

B KayecTBe [OCTATO4YHO HAAEXHOr0 UCTOYHUMKA Meau-
LIMHCKON MHOOPMAaLMM BO3MOXHO PacCMOTPeTb PerncTpsl
(NONyNSiLMOHHbIE, CTPAHOBbLIE, PErMOHaNbHblE — KakK MOJHO-
LleHHble MHOTOQYHKLIMOHAbHbIE MHCTPYMEHTbI ANIUTENLHO-
ro JMHaMU4eCKoro HabnoAeHUS); OAHAKO NNULb €AUHUYHbIE
CTpaHbl MMpa 06/1ajatloT TaKUMU MHCTPYMEHTamu [5].

TakuMm 06pa3oMm, AN 3apy6eHbIX U OTeYeCTBEHHbIX
uccnefosaTesiein OCHOBHbIMU MCTOYHWKAMKU 3MUAEMMO-
NIOTMYECKUX [aHHbIX B GO/bLIMHCTBE C/y4aeB ABAAOTCHA
CBeleHU MeAWLMHCKON AOKYMEHTALMK, a TaKKe Meau-

UMHCKUX MHOOPMALMOHHbBIX CUCTEM — KaK OTAEe/IbHbIX
MeAULMHCKMX OpraHn3dauuin, Tak U permoHalbHbIX CNYX6
3/paBooOXpaHeHUud.

B TO e Bpemsa MCNONb30BaHWE pPa3iUYyHbIX Meau-
LMHCKUX WMHDOPMALMOHHbBIX CUCTEM 34pPaBOOXpPaHEHMS
B KayecTBe pecypca anMaeM1ONOrM4ecKnx CBeAeHn nmeet
HEKOTOPbIE OrpaHUYeHUsi, Hanpumep TEXHUYECKYI Heco-
BMECTUMOCTb, B pe3dynbTate KOTOPON MeauUMHCKMe paboT-
HUKKW UCMbITbIBAIOT TPYAHOCTU Npu o6meHe dannamu [6, 7],
OT/IMYaloLLMICS/CNOXKHbBIN BE6-AM3alH nHTepdenca [8, 9],
0CO6eHHOCTH TpeboBaHMM K obecrneyeHuto 6e30MacHOCTU
JaHHbiX [10, 11], pasnnyHyio dyHKLUMOHanbHOCTb [12, 13],
HefoCTaToO4YHyl0 npodeccuoHanbHyto noaaepxKy [14, 15],
orpaHuMyeHus AoCcTyna B CUCTEMY (Hanpumep, yaaneHHo-
ro) [8, 16], HU3Koe Ka4yeCTBO BHECEHHbIX AaHHbIX [17, 18].
BonbWMHCTBO yKa3aHHbIX Mpobnem BO3HMKAIOT BCAeACTBUE
Heco6l04eHNs CTaHAaPTOB, NPoLeayp U NONb30BaTENbCKUX
pekomeHaauun [19].

HaunoHanbHbIM NPOEKTOM «34paBooxpaHeHner» Lndpo-
BM3aLMa onpefeneHa Kak OAHa M3 OCHOBHbIX 3ajad [2].
B MockBe B HacToslee BpeMs co3aaH U BHeApeEH BO Bce
ropoAcKkne aMbynaTopHO-NOAMKANHUYECKME LEHTPbI, FOpoa-
CKMe 6ONbHULbI, CTAHUMW CKOPOW MEAULIMHCKOM MOMOLLM
W pag ApYyrux ropoacKMX MEAULMHCKUX OpraHn3auni LeHTpa-
JIM30BAHHbIM NPOrpPaMMHbIN NPOAYKT — efuHas MeauuMH-
cKas MHdopmaLMoHHO-aHanMTu4eckas cuctema (EMMAC) [5].

Anita R. Denisoval' 2: 3, Alexandr B. Malahov?' 4, Alexandr N. Pampura®, Elena A. Vishneva?: ¢,
Margarita A. Soloshenko?, Nikoloz M. Gaboshvili3, Leyla S. Namazova-Baranova?: ©

1 1.M. Sechenov Moscow Medical Academy, Moscow, Russian Federation
2 Research Institute of Pediatrics and Children’s Health in Petrovsky National Research Centre of Surgery,
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4 Research and Clinical Institute for Children, Moscow, Russian Federation
5 Veltischev Research and Clinical Institute for Pediatrics and Pediatric Surgery of the Pirogov Russian National
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6 Pirogov Russian National Research Medical University, Moscow, Russian Federation

Features of Statistical Accounting of Allergic Diseases
in Children — Evidence from Moscow

Background. The emergence of new functional capabilities of statistical accounting made it possible to conduct a comparative
analysis of the morbidity of allergic pathologies according to the registers of allergists and pediatricians from the Unified Medical
Information and Analytical System (UMIAS) of Moscow with data from the Form of Federal Statistical Observation No. 12 (FSO
No. 12). The aim of the study is to investigate the potential of using UMIAS for assessing/monitoring the morbidity of allergic
diseases, including bronchial asthma in children, using the example of several outpatient clinics (OPCs) in Moscow. Methods.
A study of combined design has been carried out. The data of children of several OPCs in Moscow were analyzed — data from
UMIAS (observation registers of pediatricians and allergist-immunologists) and from the reporting forms of the FSO No. 12.
Results. For a comparative analysis of statistical data from UMIAS and FSO No. 12, we studied the information of 60,851 children
under 18 years of age. It was revealed that out of 60,851 children: allergic rhinitis according to FSO No. 12 and UMIAS was
established in 1001 and 1059 patients; atopic dermatitis — in 142 and 345; urticaria — in 363 and 33; angioedema — in 4
and 16, respectively; food allergy — in 233 children according (to FSO No. 12) and in none of the children (according to UMIAS).
Out of 60,851 children, 619 children were diagnosed with bronchial asthma according to the annual report (FSO No. 12) and
537 according to the pediatrician’s observation registers (UMIAS). At the same time, it was found that the diagnosis of bronchial
asthma is not available as a separate nosology in the registry of an allergist-immunologist, and information about children with
bronchial asthma is available to this specialist only when analyzing the uploaded information about children with other allergic
diseases. Conclusion. A adequate sample ensured a high representativeness of the results obtained. The differences in the
incidence rates of allergic diseases revealed by a comparative analysis of data from various sources — UMIAS and FSO No. 12 —
indicate the need to improve both the system of statistical registration of incidence and the development of modern algorithms for
early diagnosis and dynamic monitoring of children with allergies.
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Ona meauumHcKnx pabotHnkoB EMWAC — HeobGxoau-
MbI MHCTPYMEHT €XEeAHEBHOM KIMHUYECKOM NpPaKTUKK,
aNa uccnepoBaTene — MepPCneKTUBHbIN pecypc, 6asa
aemorpaduyecKkmx, aHaMHeCTUYECKUX, N1aBOoPaTOPHbIX AaH-
HbIX. OgHaKO NUWb B HEGONBLWOM KOIMYeCTBE Ny6nnKaLui,
pasmelleHHbIx B 6a3e POCCMMUCKOro MHAEKca Hay4yHoro
untnpoBaHua (PUHL,), ykazaHO Ha ucnosb3oBaHuWe BO3-
MoxKHocTen EMUAC ana n3snevyeHus 4onosIHUTENbHbIX CBe-
NEeHUN U ux aHanusa [20-24]. EQuHUYHbIE NYGAMKaLUK
cojepxat pesynbraTbl aHann3da NpUYnUH CMEPTHOCTH, MPO-
LO/MKUTENBHOCTH M3HW MpPU OTAE/bHbIX HO30M0rusax [25,
26]. OtaenbHble uccnegoBaHUs onucbiBatoT ponb EMUAC
B aHanvM3e opraHu3aLMOHHOro npouecca — napameTpos
KayecTBa OKa3aHWs MeaWLMHCKOM nomouwu [27]; HanaeHo
Wb ABe paboTbl, NOCBSLWEHHbIE aHaNN3y 3NMAEMMUONOIU-
YeCKMX AaHHbIX B3POC/bIX MaLMEHTOB C MCMOAb30BaHUEM
cBeneHnn 13 EMMAC — pacnpocTpaHeHHOCTU XPOHUYECKOM
KpanuBHULbI [28] n TpoM603a rMy60KNX BEH HUKHUX KOHEY-
HOCTEM Yy MauMEeHTOB C OCTPbIM HapylLleHWMEM MO3roBOro
KpoBooGpatlyeHus [29].

TpaAMLMOHHBIM UCTOYHMKOM MHbOpPMauUuKn Ans mnaydye-
HUa 3aboneBaemMocTM B Poccun gsngetca dopma dege-
panbHOro ctaTMcTU4eckoro HaémoaeHns N2 12 (PCH N2 12)
(«CBegeHns o yucne 3aboneBaHUi, 3aperncTpupoBaHHbIX
y NauMeHTOB, MPOXKMBaOWMUX B pamoHe 06CNyKnBaHUA
MeOULIMHCKOW opraHun3alnmn»), B KOTOpor GUKCUMPYOTCS BCe
cnyyau 3aboneBaHuit, BblIBNEHHbIE KaK Mpu obpalleHun
3a MEeAMUMHCKOM MOMOLLbIO, TaK M B xo4e npodunaktnye-
CKMX OCMOTPOB M AMCMaHCepu3auun y BCEro HacefeHus,
NPUKPENIEHHOrO K KOHKPETHOM MEeAMUMHCKOWM opraHusa-
umm. ®CH N2 12 ncnonb3yeTtcs B TOM yucie u ana dopmu-
poBaHusa cBeAeHWn AN eAUHOM rocygapCTBeHHOM MHOP-
MaLMWOHHOM cuUcTembl B chepe 3apaBooxpaHenuns (EFMC3),
nencteylowen ¢ 2011 r., U eXerogHbiX CTAaTUCTUHECKMUX
MaTepuanos, NpeacTaBAsSEMbIX OpraHamu rocyaapcTBEHHOM
BnacTu cybbeKkTa Poccuinckon denepaumm B chepe oxpaHbl
340poBbS MUHUCTEPCTBY 34paBOOXpaHeHus Poccuirckomn
degepaumun u TeppuTopranbHoMy opraHy Pocctata B cy6b-
eKkTe Poccuickon denepaumu.

[Jo HacToswero BpemMeHM BO3MOXHocTM EMMUAC
KaK WCTOYHMKa 3MNMAEMUONIOTMYECKON MHPOpMaLMUK
06 annepruyecknx 3aboneBaHuax y AeTEN He u3yyanu.
Kpome TOro, He wuccnegoBanM OCOBGEHHOCTU CUCTEMBI
B acreKTe opraHM3auunun npouecca CTaTUCTUYECKOro yyeTa,
He NPOBOAMIN CPaBHUTENBHOIO aHann3a ¢ gaHHbiMu ®CH
Ne 12.

Takum o6pasom, onpegeneHve noteHuuana MCNonb-
3oBaHna EMUWAC B KadvecTBe KaK ONTMManbHOM CUCTEMDbI
CTaTUCTUYECKOTO yyeTa 3NUAEMMUONOTMYECKUX CBEAEHWH,
TakK U MHCTPYMEHTa OLUEHKU/MOHUTOPUHIa annepruyecKkmx
6onesHen y Ageten ctano OCHOBaHWEM Ans MNpPoBeLeHUs
ncenegoBaHms.

Llenb nccnepoBaHus

MpoaHanuanpoBaTtb NoTeHuUmnan Bo3moxHocten EMUAC
B KayecTBe MHCTPYMEHTa CTaTUCTUYECKOro y4eTa U UCTOYHM-
Ka 3nnaeMnonorMyecKkmx AaHHbix 06 anfnepruyeckon nato-
JIOrUK y IeTen, cpaBHUB € AaHHbIMKM PCH N2 12, Ha npume-
pe HEeCKOSIbKMX aMbynaTopHO-MOAMKAMHUYECKUX LEHTPOB
r. MOCKBblI.

METO/AbI

An3aiH uccnepoBaHun

MpoBeaeHo uccnegoBaHne KOMGUHUMPOBAHHOIO AU3alHa:
® peTpocneKTMBHOE OAHOMOMEHTHOE WcCcneaoBaHue

3M1EKTPOHHOM MEWULMHCKON JOKYMEHTaLUK NauueHToB

[IeTCKOro Bo3pacta no gaHHbiMm EMUAC;

® CpaBHUTENbHbIA aHaNW3 arpPernpoBaHHbIX [JaHHbIX CTa-
TUCTUYECKOM (rogoBom) oT4eTHocTM GCH N2 12,

UcTOYHUK nHpopmaLumn

Mcnonb3oBaHbl JaHHble O AETCKOM HaceneHuun, npw-
KpenneHHOM K 4YeTbipeM aM6ynaTopHO-MOANKANHUYECKUM
LleHTpaM OAHOro aAMMHUCTPATUBHOIO OKpyra r. MOCKBbI:

° U3BMEKanu W aHanM3MpoBan CBEAEHMA O NalueHTax
M3 peecTpoB HabnAeHUs anneprofiora-MMmMyHos0ra
n negmnatpa EMMAC B aByx Al 3a 2021 u 2022 rT.
CO clefyloWwnMn  HO30M0TUAMU:  annepruyeckui
PUHUT / nonnuHo3 (J30.1-J30.4); acTma, acTMaTUYeCKui
cratyc (J45, J46); atonuyeckun aepmatut (L20); Kpanus-
Huua (L50.0-L50.9); aHrnootek (T78.4) (tabn. 1, 2);

° [ON9 CPaBHWUTENbHOIO aHanM3a MCMnonb30Banu fLaHHble
®CH N2 12 tex »e aByx AlLL ¢ npunoxeHnsamu 3a Tpex-
NeTHU nepuopn (AHBapb 2020 — aeKkabpb 2022 T.) —
3a60n1eBaeMOCTb MO ob6paliaeMocTn, oTyeTHas ¢op-
Ma Mo Knaccy OTAe/bHbIX HO30M0TMMIA, OTHOCALLUXCSH
K annepruyeckum 6onesHam (tabn. 3, 4): annepruye-
CKWUW PUHKUT / nonnnHo3 (J30.1); acTmMa, acTMaTU4YeCKUn
cratyc (J45, J46); atonnyeckun aepmatut (L20, L20.8,
L20.9, L24.9); nuweBan anneprus (L27.2); KpanuBHULA
(L50.0-L50.9); aHrnootek (T78.4).

[JononHuTenbHbIM aHanu3 [aHHbIX N0 GPOHXWaNbHOM
acTMe NpoBenu B YBEJMYEHHOW BbIGOPKE: B CBEAEHMS
no aton Ho3onormm u3 ®CH N2 12 aByx AlLL 6binn go6aB-
NieHbl JaHHble ewe aByx AL, Toro ke okpyra (M3 npunoxe-
HWUI 3a TpexneTHuh nepuog — ¢ aHBapsa 2020 no gekabpb
2022 r.) no 3a6oneBaemMoCcT No o6pallaeMoCcTn U3 OTYeT-
HOM GOPMbI MO KNaccy OTAeNbHbIX HO30/10M MM, OTHOCALLMXCS
K annepruyeckmm 60/1e3HAM (CM. Tab. 4), a UMEHHO Mo acT-
M€, aCTMaTM4eCKoMy CTaTycy.

Bce cBefeHns 0 naumMeHTax aHann3nmposanu B Aenepco-
Han“3nMpoBaHHOM Buze.

LleneBble nokasaTenn 6blnn yCTaHOB/EHbI Ha OCHOBa-
HUW JaHHbIX, MONYYEHHbIX U3 NEPEYUCNEHHbBIX UCTOYHUKOB.

Kputepuu coorBeTCcTBUS

Kputepuu BkioYeHuns (4N peecTtpos

Ha6ageHmnsas EMUAC — anneprudeckue 60/1€3HHM,

BKJ/1I0Y€HHbI€ B HUX)

[aHHble 0 naumeHTax B Bo3pacTe oT O o 18 neT, BK/Io-
YeHHbIX B peecTpbl HabnaeHUs neguaTpa u/wnn annepro-
nora-ummyHonora B AllL, yyacTBylOwWmMX B UCCNeAOBaHUM,
C NOATBEPXKAEHHbIM annepruiecknum 3aboneBaHueM (ana-
rHO3bl — cornacHo peectpam EMWAC):

* «J30.1-J30.4 Annepruyecknuin puHUT (CBEOAEHUS YYUTbI-

Ba/n CyMMapHo);

° 45 (J45.0-J45.9) bpoHxnanbHas acTma» (cBeaeHus

YyYUTbIBaNM CYMMapHoO);

* «J46 AcTMaTU4eCKui cTaTyc»;
e «L20-L20.9 Atonuyeckuit aepmatuT (y4uTbiBanM Cym-

MapHO);

e «L50.0-L50.9 KpanuBHuua» (Y4UTbIBAIM CYMMapHO);
°  «T78.3 AHTMOHEBPOTUYECKNI OTEKDY.

Kputepun Bkio4eHus

(ansa oryeTHoM popmbl ®CH N2 12)

HdaHHble PCH N2 12 (aByx Tex e AllL, ogHoro okpyra),
BK/IlOYaloLwMe cBefeHnst 060 Bcex aeTsax B Bo3pacTte oT 0 go
18 neT c ycTaHOBAEHHbIM AMarHo30Mm aniepruyeckoro 3abo-
neBaHnsa (C y4eToM OCOBGeHHOCTEN GOPMbl B OTHOLLEHWUHK
duKCaUnM CTaTUCTUYECKUX CBEeAEHWUN 06 YCTAHOBMIEHHbIX
annepruyeckux 60N1esHsX):

*  «J30.1-J30.4 AnnepruvecKkui pUHUT» (y4UTbiBAIUCh CyM-

MapHOo);
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Ta6auua 1. [laHHble peectpa EMUAC (rpynna Ha6ntogeHa naumMeHToB ¢ annepruieckumu 601e3HsIMK) y annepronora
Table 1. Data from the UMIAS registry (observation group of patients with allergic diseases) from an allergologist

Aannbie no rpynne Bce geTn ANL 1 AN 2 P-value
Ha6nwaeHua y anneprosora
N 798 644
XK 558 (38,7) 294 (36,8) 264 (41,0)
Mon, n (%) 0,120
M 884 (61,3) 504 (63,2) 380 (59,0)
Hanuuue 54 (6,8) 37(5,7)
BpoHxmanbHas actMa, n (%) 0,494
oTCcyTCTBME 1351 (93,7) 744 (93,2) 607 (94,3)
Hanuyve 1059 (73,4) 699 (87,6) 360 (55,9)
ANnepru4yeckuin punnT, n (%) <0,001
oTCyTCTBME 383(26,6) 99 (12,4) 284 (44,1)
Hanuyve 345 (23,9) 82(10,3) 263 (40,8)
ATOnuMYyecKkuin gepmatut, n (%) <0,001
oTCyTCTBME 1097 (76,1) 716 (89,7) 381 (59,2)
Hanuyue 17 (2,1) 16 (2,5)
KpanusHuua, n (%) 0,787
oTCyTCTBUE 1409 (97,7) 781 (97,9) 628 (97,5)
Hanuyme 11(1,4) 5(0,8)
AHrnooTeK, n (%) 0,405
oTCyTCTBUE 1426 (98,9) 787 (98,6) 639 (99,2)
0-4 185(12,8) 82(10,3) 103 (16,0)
5-9 606 (42,0) 357 (44,7) 249 (38,7)
BospacTHas rpynna, n (%) 0,007
10-14 469 (32,5) 259 (32,5) 210 (32,6)
15-18 182 (12,6) 100 (12,5) 82 (12,7)
Ta6auua 2. [laHHble peectpa EMUAC (rpynna HabntogeHna nauMeHToB ¢ 6poHXManbHOM acTMOM) y neauaTpa
Table 2. Data from the UMIAS registry (observation group of patients with bronchial asthma) from a pediatrician
Aannbie no rpynne Bce geTn ANL 1 AN 2 P-value
Ha6GnoaeHus y neguartpa
n 293 244
XK 113(21,0) 76 (25,9) 37 (15,2)
Mon, n (%) 0,003
M 424 (79,0) 217 (74,1) 207 (84,8)
BpoHxnanbHas actma, n (%) 537 (100,0) 293 (100,0) 244 (100,0) 1,000
0-4 5(1,7) 2(0,8)
5-9 122 (22,7) 79 (27,0) 43 (17,6)
BoapacTHas rpynna, n (%) 0,051
10-14 259 (48,2) 133 (45,4) 126 (51,6)
15-18 149 (27,7) 76 (25,9) 73(29,9)

e J45 bBbpoHxuanbHaa actma», B TOM u4ucne «J45.0
BpoHxranbHas actma ¢ npeobnagaHuemM anfepruiecko-
r0 KOMMOHEHTa» (YYUTbIBANUCb CYMMapHO);

*  J46 AcTMaTUYeCKHit cTaTyc»;

e «L20-L20.9 Atonu4yeckui pepmaTtuT (Y4MUTbIBaNIUCb
CyMMapHo);

o «L27.2 [depmaTuT, BbI3BaHHblIA CbeAEHHON nNULLIEN»
n «T78.1 [ipyrve nposiBieHWs NaToIorM4ecKon peakumm
Ha MUWYy»— YYUTbIBAJIMCb CYMMapHO KaK «nulieBas
anneprus»;

WMX B UCCNefoBaHnm, M 6€3 NOATBEPIKAEHHOI0 annepru-
4yecKoro 3aboneBaHus;

naHHble ®CH N° 12 (aByx Tex ke AllL, ogHoro okpyra),
BKJIlOYaloWMe cBeaeHns o getax B BospacTte oT 0 o
18 net 6€3 yCTaHOBAEHHOrO AnarHo3a annepruyeckoro
3abo0neBaHus.

Kputepumn BKao4YeHus (g5 oT4eTHoH popmbl PCH
N? 12) gns LONONHUTENILHOIO aHa/In3a
[Ons [ONONHUTENbHOrO aHanuM3a KpuUTepusamMu BKIOYeE-

e «L50.0-L50.9 KpanuBHHUa» (Y4UTbIBANUCb CYMMapHO);

«T78.3 AHTMOHEBPOTUYECKUI OTEKD.

Kputepun HeBKAlOYEHUSA:

JaHHble 0 nauueHTax B Bo3pacte oT O go 18 ner,
He BKJIIOYEHHbIX B peecTpbl HabnoaeHnsas EMUAC neana-
Tpa n/unun annepronora-mmmyHosnora B Alll, y4yacTByto-

HUSA ans otyeTHon dopmbl PCH N2 12 6binn gaHHble GCH
NS 12 (TpexneTHU nepuop HabnwaeHWs), BKOYaloUne
cBefeHns 060 Bcex aeTax B Bo3pacTe ot O go 18 nert, npu-
KpenneHHbIX K yeTblpeM AllL, ogHoro okpyra r. MOCKBbI,
C YCTaHOBJ/IEHHbBIM AMarHo30m «6poHxuanbHasa actmar (J45),
C y4eToM 0COOGEHHOCTEN GOpMbl B OTHOWEHUKU UKcaLmn
CTaTUCTUYECKMX CBEAEHWMN.



Ta6nuua 3. PacnpegeneHune aetern ¢ 6poHXMaNbHOM aCTMOM pasHbix BO3pacToB Mo nony B AByx AlL, (aaHHble PCH N2 12)
Table 3. Distribution of children with bronchial asthma of different ages by gender in two outpatient-polyclinic centers (FSO No. 12 data)

XapaKTepucTUKa Bospacr, net
Mokasartenb Bce petun P-value
DoKasaners 0-4 5-9 10-14 15-18
n (%) 60851 (100) | 11542(19) |21095(34,7) | 16 943 (27,8) | 11249 (18,5)
[eBoyKM 32446 (53,3) | 6696 (58,0) | 10922 (51,8) | 8594 (50,7) 6225 (55,3)
Mon, n (%) <0,001
Manb4unkm 28405 (46,7) | 4846(42,0) | 10173 (48,2) | 8349 (49,3) 5024 (44,7)
AL 1 32446 (53,3) | 4705(40,8) | 12164 (57,7) | 8090 (47,7) 7470 (66,4)
Yypexaerue, n (%) < 0,001
AL 2 28 405 (46,7) | 6837 (59,2) 8931 (42,3) 8853 (52,3) 3779 (33,6)
Hanuume 619 (1,0) 43(0,4) 217 (1,0) 271 (1,6) 88(0,8)
AcTma, n (%) < 0,001
oTCyTCTBME 60232(99,0) | 11521 (99,8) | 20878 (99,0) | 16 672 (98,4) | 11 161 (99,2)
Ta6nuua 4. CpegHuin BO3pacT Ageten ¢ 6poHXManbHOM acTMON No gaHHbiM GCH N2 12 3a 2020-2022 rT.
Table 4. Middle age of children with bronchial asthma age according to FSO No. 12 for 2020-2022
AunarHos 6bin
Mokasartenb Bce petn 2020 2021 2022 BbIiCTaB/leH P-value
Ao 2020r.
n 1111 128 145 397 440
Fé’?%a‘]”' Median 11,1[8,0;14,2] | 9,9[6,8: 12,4] | 10,3[7.1:13.1] | 12,0[9,0:14.9] | 11,0[7,9;14,9] | <0,001
1 ¥3
[leBOYKHM 317 (28,5) 41 (32,0) 42 (29,0) 103 (25,9) 131 (29,8)
Mon, n (%) 0,491
Manb4yvKu 794 (71,5) 87 (68,0) 103 (71,0) 294 (74,1) 309(70,2)
LleneBo# noka3atenb uccnefoBaHusa Bce nauMeHTbl W/MNM  3a@KOHHble MpeacTaBUTENM

HenpumeHumo.

CTaTUcTUYECKUE NpoLeaypbl

MpuHuUMNbI pacyeTa paamepa BbIGOPKHU

MpeaBapuTenbHbIM pacyeT Heob6XxoAMMOro pasmepa
BbIGOPKM HE MPOBOAMUIIN.

CraTtucTtuyeckue Meto/bl

CTaTtucTUYecKui aHanusa Obl1 BbINOJHEH C UCNONb30Ba-
Huem moaynen matplotlib (Bu3yanusauns gaHHbix), pandas
M numpy (a1s o6paboTKM MacCUMBOB JaHHbIX), SCipy (Bce
CcTaTUCTUYECKNe KpuTepun), statsmodels (monpaBKka Ha MHO-
ecTBeHHble cpaBHeHus) B Python, Bepcua 3.8. OnucaHue
KOJINYECTBEHHbLIX MPU3HAKOB BbINONHEHO C YKa3aHWeM
MeaunaHbl U MHTEPKBapPTUAbHOro padmaxa Median (IQR).

CpaBHeHuMe rpynn NpoBOAMAN MPU MOMOLLM KPUTEPUSA
MaHHa — YWUTHM (B cnyvae CpaBHEHUSA 2 BbIOOPOK) U Kpu-
Tepus Kpackena — Yonnuca (= 3 BbI6OPOK). Ana cpaBHe-
HUS KaTeropuasnbHbIX NPU3HAKOB UCMONb30BaNn KpUTepUmn
xu-kBagpat MupcoHa. Bo Bcex cnyyasx, korga 6biiv npo-
Be[leHbl MHOXXECTBEHHbIE CPaBHEHWS, OCYLLECTBANIN Nnepe-
pacyeT YpOBHHA 3HAYUMOCTU P C NMPUMEHEHUEM MOonpaBKu
BoHbeppoHH. CBA3b HacTOTbl BO3HUKHOBEHUSA GPOHXMaNb-
HOM acTMbl C NOJIOM YCTaHaB/IMBa/INU, pacCy1TbiBas OTHOLE-
Hue waHcos (OW) n 95% poBepuTenbHbIM MHTepBan (95%
[OW). TpoBepKa rnunote3 6bina ABYCTOPOHHEW, CTaTUCTUYe-
CKMW 3Ha4MMbIMK cHYUTanm cBa3u npu p < 0,05.

9Tnuyeckas akcnepTusa

[un3aiH nccneaoBaHnsa He TpeboBan o06peHUs aTuye-
CKMM KOMUTETOM, TaK KaK He npejanonaran HenocpeacTBeH-
HOrO yyacTus uccrnegyembix, MX HabMOAEHUSA U KaKnx-nnbo
BMelwaTenbcTB. B uccnefoBaHuWM UCMnoNnb30Baln TOJIbKO
arpervpoBaHHble [enepcoHanM3npoBaHHble CBefeHUsd
0 [eTsax, NPUKPEnJeHHbIX K y4acTBOBaBLWWM B UCClefoBa-
HUU HecKoNbKUM ATLL r. MOCKBbI.

npu NPUKPENNEHUN K MeAWULIMHCKOM opraHv3aluu noanu-
CblBaloT 3asiBNEeHME O BbIGOpE MEAMLIMHCKOM OpraHu3aumu
W cornacue Ha o6pabOoTKY NepcoHasbHbIX AaHHbIX, B KOTO-
pbIX YKa3aHoO NpaBO MEAMLMHCKOW OpraHM3aluu OcyLlecT-
BNAATb BCE AEWCTBUS (ONepaLnn) ¢ NepcoHanbHbIMKU AaHHbI-
MK (c6op, BBOA, CUCTEMATM3ALIMIO, HAKOMEHNE, XpaHEeHKe
(B aNIEKTPOHHOM BME 1 Ha BYMaXKHOM HOCUTESE), YTOYHEHHE,
06HOBJEHWe, Nepefayy, USMeHeHne, MoAUdUKaLIMIO, UCMOSTb-
30BaHuWe, o6e3nninBaHue, GI0KUPOBaAHWE, YHUUTOXKEHUE);
MEeAMLMHCKON opraHuM3auuu, K KOTOPOW npuKkpennsercs
nauuneHT, JaeTcs npaBo ob6pabaTtbiBaTb NepcoHabHble AaH-
Hble NOCPEACTBOM BHECEHUS X B 3/IEKTPOHHYO 623y AaHHbIX,
BKJ/IIOYEHUS B CMIUCKM (PEECTPbI) M OTHETHbIE POPMbI.

PE3YJIbTATbI

dopmupoBaHUue BbIGOPKU UCCIefOBaHUSA

[ns 0OCTUXKEHWS NOCTaBNIEHHON B MCCNEeA0BaHUN Lienu
npoBefeHbl aHanna gaHHbix EMUAC aByx AlL, oaHoro oKpy-
rar. MOCKBbl — 91€KTPOHHON MEAULIMHCKON JOKYMEHTaLUK
nauMeHToB JEeTCKOro Bo3pacTa, NPUKPENIEHHbIX K AaHHbIM
LLeHTpaM, U UX CpaBHEHUE CO CBEAEHUAMM CTAaTUCTUYECKOM
(ropoBow) ot4eTHOCTM No PCH N2 12 Tex e AlLL.

[Ona onpegeneHus noteHUMana BO3MOMXHOCTEW CUCTe-
Mbl B OTHOLUEHMM CTATUCTUMHECKOro yyeTa annepruyeckomn
naTtonorMn y aeted U CPaBHUTENbHOINO aHanu3a JAaHHbIX
6blla M3y4YeHa SNEeKTPOHHas MeAMUMHCKas AOKyMeHTauus
nauMeHToB AETCKOro BO3pacTa, BK/OYEHHbIX B PeecTpbl
Hab6NAEeHNS anneproaoroB M nNeanaTtpoB ABYX y4acTBYHO-
LMX B UCCNELOBAHUMN LEEHTPOB.

[Ons cpaBHUTENbHOro aHanu3a n3 ®CH N2 12 (Tex e
AByx AlL) 661K arperMpoBaHbl cieaylolme cBeeHus: Kou-
4eCTBO MPUKPENIEHHOro HaceneHus K KOHKpeTHomy ATlL,
pacnpegenexuve no nony (rpada 4 «Bcero» u rpada 7 «OHO-
wu» GCH N2 12) n BospacTty (Tabnuubl 1 1 4 ®CH N2 12),
rog YCTaHOBKM [AuarHo3da «b6poHxuanbHas actmar (rpada 9
®CH N° 12). CBepeHuss 0 nauueHTax rpadbl 4 («BCErow),
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rpad 516 (Bo3pact0-41n5-9 neT cooTBETCTBEHHO) POp-
MUPYIOTCA U3 CTAaTUCTMYECKMX TanoHoB (bopma N2 025-2/y),
cofepxalmx 3aKNlyuTeNbHbIn  anarHosd. CeegeHus
ansa rpadbl 6 @CH N2 12 (Bo3pacT 5-9 net) dopmupytotest
M3 KOHTPOSMbHbIX KapT AUCNaHCEepPHOro HabnwaeHus (bopma
N2 030/y) 0 60/bHbIX, HAXOAMBLUMXCA NOA AWCNAHCEPHbLIM
HabnogeHneM Ha KoHel, roga. PeruncTtpaums 3a6osieBaHUN
OCYLLECTBASETCS NO AaTe POXAEHUS: ecniv B OTYETHOM rogy
pebeHKy ncnonHsaetca 15 net (¢ 1 sHBapsa no 31 gekabps),
TO OH cYMTaeTcs NOAPOCTKOM, 18 net — B3pocibiM. MNepexoa
nauveHTa u3 O4HOM BO3PACTHOM rpynnbl B APYrylO (@ TakKe
nepeHeceHue CBEAEHNIN) MPOM3BOAAT MO roay POXKAEHUS, BHE
3aBWCMMOCTM OT AaThl (4HS M MecsiLa) POXKAEHWA MOAPOCTKA,
B Hayane Tekywero roga. lpu 3TOM BCS paHee M3BeCTHas
3a605eBaeMOCTb MaumeHTa oTpaxaetcs B rpade 4 PCH
Ne 12 («Bcero»), U TONbKO BHOBb BblIIBIEHHAs B TEKYLLIEM
rogy — B NepBUYHON 3a6os1ieBaeMocTu (rpadbl 6 1 7 ans noj-
POCTKOB B COOTBETCTBYOLWMX Tabnmuax PCH N2 12).

[ns LONONHWUTENBHOIO aHann3a CTaTUCTUHECKUX AaHHbIX
no 6pOoHXMaNbHOM acTMe BbI6GOPKY cBeaeHui no ®CH N2 12
YBENMYUU, BKIIOYMB JaHHble elle AByx AlL. Takum obpa-
30M, N0 6POHXMaNbHON acTMe GblN U3YYeHbl JaHHbIE BCEX
ATl ogHoro okpyra r. MOCKBbI (T.€. BCEr0 AETCKOro Hacerse-
HWS, MPUKPENSIEHHOMO K AaHHbIM OpraHu3aLumsam).

XapaKTepucTuKa Bcel BbiIGOPKU UccniefoBaHUsA

[aHHble cuctembl EMUAC aByx ATL, BKNtoYanu cBeaeHns
0 60 851 pebeHKe (MpUKpPenneHHOM K yKa3aHHbiM AllL);
noapo6HO 6bina M3y4yeHa INEeKTPOHHAA MeanLIMHCKasa [OKY-
MeHTaLMs NaUMEHTOB C aniepruieckummn 3abosieBaHnsaIMH,
BKJ/IIOYEHHbIX B PEECTPbI HAbNOAEHUS anneprosiora u neau-
aTtpa (1888 nauuneHToB).

Bbi6opKka AaHHbIx no ®CH N° 12, chopmupoBaHHas
no asym ArllL, yyacTBytoLWmUM B UCCNEL0BaAHUN, COCTaBMA TaK-
e 60 851 pebeHKa, ee UCNOMb30BaNU ANs aHann3a ceefe-
HWIM 0 3a601€BaEMOCTU AETEN annepruieckumMm 601e3HAMM.

[JononHUTENbHO 6bIM M3YyYeHbl AaHHble no PCH N 12
0 3a60/1eBaeMOCTM GPOHXMANIbHOM aCTMON [eTew elle ABYX

Bo3pacTHas rpagauus

ATLL (Bbi6OpKa cocTaBuna 98 499 getent — Bce AETH, NPU-
KpenneHHble K YyeTblpeM AllLL).

OCHOBHOW pe3ynbTaTt UcciefoBaHUsA

Mo paHHbiIM EMWAC aByx AllL, B peecTp HabnwoaeHus
anneprosora-uMMyHosiora 6biM BKIOYeHbl 1442 pebeHKa
C pasIMyHbIMK anieprmyecKkummu 6oe3HamMu (M. Tabn. 1).

Mpun atom B peectp EMMUAC npodunbHOro cnewuumanucra
annepronora-MMMyHoIora He BK/OYEHa Takasi HO30/10ru1s,
Kak 6poHXManbHasa acTMma; OTCyTCTBYIOT AMarHo3bl, COOTBET-
CTBYIOLLME NULLEBOW anfepruu.

MaumneHTbl ¢ gMarHo3om «6poHxManbHas acTmar» nonaga-
0T B peecTp Bpaya anneprosiora-MMMyHON0ra, TONbKO €CNu
yKa3aHHbIM AMarHo3 — COMNyTCTBYIOLLMN.

KonnyecTtBo aetent ¢ 6poHXMaNbHON acTMON, Habnoaa-
eMbIX negnatpoM (Mo AaHHbIM peecTpa 3Toro cneuuanucTa
B EMWAC), coctaBuno 537 (cm. Tabn. 2).

B 10 e Bpems no PCH N2 12, cpean 60 851 pebeHKa,
NpUKpenIeHHoro K Asym ArllLl, KonMyecTBO AeTen ¢ Bepudu-
LMPOBaHHbLIM AMAarHO30M «BGpOHXManbHas actMa» CoOCTaBuIo
619 (cm. Tabn. 3).

3aboneBaeMocCTb AeTen annepruyeckummn 601e3HIMM1 B 3aBK-
cMMocTU oT Bo3pacTa, no PCH N2 12 (oT obuiero yncna aerem
[aHHOro Bo3pacTa), coctaBuna: 6poHxuanbHas actMa 4o 4 net —
0,4%, 5-9 net — 1%, 10-14 net — 1,6%, 15-18 net — 0,8%;
annepruiyeckun puHut go 4 net — 0,1%, 5-9 net— 1,7%,
10-14 net — 2,4%, 15-18 net — 2%; aTonNU4ecknn aepma-
™T go 4 net — 0,3%, 5-9 net — 0,3%, 10-14 net — 0,2%,
15-18 net — 0,2%; KpanuBHuua 1o 4 neT — 0,7%, 5-9 netr —
0,7%, 10-14 net — 0,6%, 15-18 neT — 0,3%; aHrMOOTEKM
0o 4 net— 0%, 5-9 net — 0%, 10-14 netr — 0%, 15-18 net —
0%; nuwesas anneprus go 4 netr — 0,6%, 5-9 net — 0,5%,
10-14 net — 0,2%, 15-18 net — 0,2%.

Kpome TOro, Hamu NpoaHanM3npPoOBaHO U pacnpegene-
HWe annepruyeckunx 6onesHen no sospactam n3 PCH N2 12
OT 06LWero Yymucna BblCTaBAEHHbIX AMarHo30B (puc. 1).

OaHaKo cpaBHUTENbHbLIM aHann3 AaHHbIX FO40BOMO OT4e-
Ta ®CH N2 12 n cBeageHnit EMUAC BbisBUN LenbIv psj pac-
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Puc. 1. PacnpeneneHue annepruyeckmx 6onesHer no sospactam M3 ®CH N2 12 (o1 o6LLero Ynucna BbiCTaBNEHHbIX JMAarHO30B)

Fig. 1. Distribution of allergic diseases by age from FSO No. 12 (from the total number of diagnoses)



XoxaeHun. Tak, oumarHos «6poHxuanbHas acTmar, No pee-
cTpam Hab6nwoaeHus neavatpa EMUAC, 6bin ycTaHOBNEH
ToNbKo 537 petam.

Mpu cpaBHUTENBHOM aHanM3e aaHHbIXx PCH N2 12 v anek-
TPOHHbIX KapT nauneHToB B EMUNAC (peecTpoB HabnoaeHus
neavMaTpoB M anneprosioroB NaLMeHToB C aanepruyeckumm
601€e3HAMM) BbIIBAEHbI CNeAyoWMne pasnnynsa: YUCno nauu-
€HTOB C aNneprnyecknm puHuTom coctasmno 1001 n 1059;
C atonuyeckum gepmatutoMm — 142 n 345; ¢ KpanuBHMK-
uen — 363 1 33; ¢ aHrMooTeKOM — 4 1 16 COOTBETCTBEHHO.
MuuieBon annepruew ctpagann 233 pebeHKa, No CBEEHU-
am ®CH N? 12, ogHaKO HWKTO M3 HUX HE YUCAUNCH B pee-
cTpax HabnwoaeHus cneunanuctoB B EMMAC (B TOM uyuc-
e No NpMYMHE HEUCNONb30BaHUS chneuuanucTamum Koaos
MKB-10 «L27.2 epMaTuT, Bbi3BaHHbIA CbeAeHHON NULLEen»
n «I78.1 [Apyrve nposiBNEeHUs NaTOIOrMYECKON peaKLuu
Ha nuuy»).

Mpu atom B cucteme EMUAC n3 537 neten ¢ anarHo3om
«GpoHXxManbHas actMa» 91 pebeHOK BCe XKe YUCUICH B pee-
CTpe HabnwfeHus annepronora, HO TONbKO MO MpUYMHE
HanymMs KOMOpPOMAHOM NaToNOrnMK (OTHOCSLENCS MO paH-
*upoBaHuto cuctembl EMUAC K annepronormyeckomy npo-
dunto) (cm. Tabn. 1, 2).

[AononHutenbHble pe3ynbTaTbl UCC/IEAOBaHUA

[ns yTo4YHEHUS 0OCOBEHHOCTEN BCTPEHYAEMOCTU BPOHXM-
anbHOM acTMbl 6blN LOMNOMHWUTENBHO MPOaHaIN3MpPOBaHbI
naHHble PCH N2 12 eute aByx AlLL (o6uaa BeiIGOpKa cocTa-
Buna 98 499 peten): peBovyek — 51 076 (51,9%) U Manb4u-
KoB — 47 423 (48,1%).

Yucno pgeten ¢ 6poHxmManbHon actmomn B 2022 r. cocTa-
Buno 1111 (1,1%) (cm. Tabn. 4), npy1 3TOM MajlbYMKOB OKa-
3anocb B 2,73 pa3a 6onblie (95% AN 2,39; 3,11) (puc. 2).

MeavaHa Bo3pacTa AeTein C BNepBble BbiCTaBIEHHbIM
(BepudULMPOBAHHBIM) AMarHO30M «B6pOHXMasibHass acTma»
B 2020 r. coctaBuna 9,9 roga, B 2021 r. — 10,3 roaa,
B 2022 r. — 12 neTt (cm. Tabn. 4); npu atom Bo Bcex AL,
KO/IMYeCTBO BbICTaB/IEHHbIX AMArHO30B B pa3Hble rogbl 3Ha-
YMMO HE OTIYaNoCh.

OBCYXAEHMUE

Pe3loMe OCHOBHOro pe3yjbTaTta ucciegoBaHusa

MpoBeaeH aHanM3 AaHHbIX 0 3a60/1€BAaEMOCTHU AETCKOro
HaceneHus HecKonbkux AlL, r. MOoCKBblI annepruyeckummn
60n1e3HAMM, B TOM YMCae pacnpeaeneHns no nosy, Bospa-
CTy, @ TaKXe cpeaHero Bo3pacTta BepudpuKaumm anarHo3a
«GpOHXManbHasa actMa», Ha OCHOBAHWW 3NMAEMUOSIOrUYe-
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CKMX CBEeLEHUM [OCTYMHbIX OPULMaNbHbIX UCTOYHUKOB —
EMMAC n dCH N2 12.

B uccnepoBaHmm BbiiBEHbI HU3KWE oduLManbHble Und-
pbl PacnpoCTPaHEHHOCTU annepruyecknx 3abonesaHuin
y NauMeHToB AETCKOro Bo3pacta — CTaTUCTUHECKMN DUKCH-
pyemble Mo o6palaeMocTM B MeAWLMHCKUE OpraHu3dauum
(He3aBUCHUMO OT MHCTPYMeHTa — PCH N2 12, EMUAC).

YCTaHOBNEHO pPacXOXAeHWEe AaHHbIX pacnpoCTpaHeH-
HOCTU annepruyecknx 6onesHen y geten B odbuumanbHbIX
nctoyHunkax (EMMUAC, dCH N2 12).

N3yyeHne BO3MOXKHOCTEN CTAaTUCTUHECKOro yyeTa AaH-
HbIX AOCTYMHbIX UCTOYHMKOB 3NUAEMMUONOTMYECKON MHDOP-
MauuM no3BonseT caenatb BbIBOA, YTO MOTEHLMan BO3-
MoxHocTen EMMWAC, no cyTu npeactaBasiollen cobomn
NOJTHOLLEHHbI MHOFODYHKLMOHANbHbIA PEFUCTP — UHCTPY-
MEHT ANUTENbHOr0 AMHAMWYECKOro HabnogeHUs nauueH-
TOB, MCMNOMb3YyeTCs HefOCTATO4YHO; peecTpbl HabnoaeHus
Bpaya He BKIOYAOT B MOJHOM 06bemMe BCe HO30/10MMH,
Tpebyowme HabnogeHUs NPoPUNbHbIM CNELUANUCTOM.

OrpaH1MyYyeHUa uccnefoBaHua

B nccnefoBaHnv ncnonb3oBaHbl AaHHblE AeTEN HECKOSb-
Kux ATL, oaHoro okpyra r. MocKBbI (06Was BbI6OpKa, B KOTO-
pon 6bIM U3yYeHbl cBefleHusl, cocTaBuna 98 499 peten —
BCe [eTH, NPUKpPenseHHble K YyeTbipeM ArllLl). PaccyntaHHoe
npUKpenieHne (0xBaT) AETCKOro HaceneHns K NONUKINHUYe-
CKOWM MeJMLIMHCKOM OpraHn3aLmMm (COOTHOLWEHME KONnyecTBa
TenedoHorpamMmm M3 poaA0OMOB B MOAUKIMHUKY NO MECTY Npo-
MUCKU U YUCSIa HOBOPOXKAEHHbIX, MpUKpenuBwnxcs K AlL),
no AaHHbIM 3a 2022 r., cocTaBmno 87%; NonyyYeHHbI NoKa-
3aTeflb (C Y4eTOM eCTECTBEHHOW MUIPaLLMK HaceneHns mera-
nonnca B 10-15%) nosBonser cymMTaTtbh pe3ynbraTtbhl pene-
BaHTHbIMWU B OTHOLIEHMM BCErO OKpyra.

B 10O e Bpemsi, HeCMOTPS Ha 06beM BbLIGOPKK Uccre-
4OBaHUS, HU3KKME Lndpbl pacnpocTpaHeHHOCTU MOryT BbiTb
06ycnoBneHbl He3adUKCMPOBaHHbIMUK Cly4asiMu obpalleHum
B Apyr1e MeauLMHCKUE opraHm3aumm (He npefocTaBnsiowme
cTaTUCTUYECKNX ceeaeHnn Hu B EMUAC, Hu ana ®CH N2 12).

XapaKkTepHass 0CO6eHHOCTb deHoTMNa nauyueHTa
C annepruyeckuMn 60Ne3HIMU — MYNbTUMOPOUAHOCTE —
TaKXe MOXET BNuATb Ha 3aHWKEeHWe noKkasaTtenen pacnpo-
CTPaHEHHOCTH.

UHTepnpeTauus pe3ynbTaToB UCC/ieJ0BaHuUS
BbiiBNIEHHbIE B WCCNEAOBaHUM W COXpaHsiolimMecs
CTabWbHO HU3KUMKU OdULMaNbHbIE LUdPLI pacnpocTpa-

HEHHOCTU anneprn4ecKmnx 3a601eBaHMN — He3aBUCUMO
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JaHHble aeTei ¢ GPOHXUANbHOW acTMOM

Puc. 2. PacnpegeneHuve getein ¢ 6poHx1anbHOM acTMOM Mo NOS0BOMY NPU3HaKy

Fig. 2. Distribution of children with bronchial asthma by gender
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OPUTMHAJNIbHASA CTATbA

OT MHCTPYMEHTa — 3HAYUMO HUXKE KaK oduumanbHbIX 3apy-
G€EXKHbIX AaHHbIX, TaK U pe3ynbTaToB, KOTOpble Gblin MOKa-
3aHbl B 3apyb6eKHbIX U OTEYECTBEHHbIX MCCNEA0BaHUSAX,
BbIMO/MHEHHbIX NO CTaHAapTHOMY 3MNWAEMMONOTMYECKOMY
NPOTOKOY (BK/tOYAIOLWMX aHKETUPOBaHWE 1 o6cnefoBaHne
PecnoHAEHTOB A5 NOATBEPKAEHUSA AMarHosa).

B nccnegyemon Hamu KoropTe 4actoTa BCTPEYaeMOoCTH
(ana ®HC N° 12 — rpada «3a6oneBaemMocTb», B KOTOPOM
GUKCHPYIOTCS KaK BHOBb BO3HMKLLME, TaK U paHee cylle-
CTBOBaBLlUME Cly4yaun MO AaAHHOW HO3010rMM, MO MoBOAY
KOTOpPbIX OblM 06paLleHNs B JaHHOM KaleHAapHOM rogy)
6poHXManbHoOM acTMbl cocTaBuna 1,1%. lNpu atom yBenu-
4yeHue cpefHero Bo3pacTa geten ¢ BepudUUMPOBaHHbLIM
[IMarHo3om «6poHxmnanbHasa actma» B 2022 . N0 CpaBHEHWUIO
¢ 2020 r. (B ycnoBUsIX CTaTUCTUYECKU HEOTIMYMMOrO KOMU-
4yecTBa MPUKPENSIEHHOrO AETCKOro HaceseHus no rojgam
Habn4eHUs) MOXeT OblTb CBSiI3aHO KaK C OTCYTCTBMEM
WU CHUXKEHHOW AOCTYMHOCTbIO NMPOPUIBHOIO cneunanmcTa,
Tak M C HECOBEPLUEHCTBOM CYLLECTBYIOLMX alroputMoB
MapLupyTM3auuun getern ¢ cMMNToMammn 6pPOHXManbHOM acT-
Mbl W, KaK cneacTBue, C No3gHEN AMArHOCTUKOM 60Ne3HU
(B TOM 4yucne BCneacTBME OTCYTCTBMS JOCTYMHOCTU Cneuu-
anucTa B Nepuoj nNaHAEMUU KOPOHaBUPYCHOM WHeEKLMU
HOBOrO TUNa).

Mpn 3TOM, NO pJdaHHbIM HauWOHaNbHbIX LEHTPOB
no KOHTPOJItO Haja 3a6oneBaHns MU n NnpodunakTuke, B CLUA
B 2021 r. pacnpoCTpaHEHHOCTb TeKyllen GpOoHXManbHOM
acTmbl coctaBuna 1,9% cpean aeten ot O go 4 net, 7,5%
cpean 5-11-netHux, 8% cpean 12-15-netHux n 9,5% cpeam
15-17-neTHMX OeTen; CE30HHbIMU MNPOSBIEHUAMWU annep-
MK (@NNepPrmyeckMmM PUHUTOM MU PUHOKOHBIOHKTUBUTOM)
cTpaganu 18,9%, aTtonuyeckum pepmatntom — 10,8%,
nuuieBown annepruen — 5,8% neten [30, 31]. UccnepoBaHune
dasbl | mobanbHoM cetn no actme (GAN) ¢ ucnonb3oBa-
HMem metogonorum ISAAC, BrkiouymBluee 101 777 peten
(6-7 neT) B 44 ueHTpax B 16 cTpaHax 1 157 784 noapocTka
(13-14 neT) B 63 LeHTpax B 25 cTpaHax (Kkpome Poccuickom
depepalmm), nokasano, 4to Tekywas 3aboneBaemMocTb cpe-
av neten 6-7 n 13-14 net 9,1 1 11,0% ans 6poHxManbHoOM
actmbl, 7,7 n 13,3% Ons ce30HHOro PUHOKOHBIOHKTUBUTA,
5,9 n 6,4% ana aToNMYecKOro gepmMartuTa COOTBETCTBEH-
Ho [32].

Hu3kne unbpbl, NOAy4YeHHbIE U3 ODULMaANbHbIX CTaTu-
CTUYECKMX MUCTOYHMKOB, YYMTbIBAs OrpaHuyeHus uccnepo-
BaHMS, MOryT OblTb OBYC/NOBMEHbI OTCYTCTBMEM [MarHosa
y AeTen ¢ peunauMBupylownMMK ann3ogamu 6poHXManbHOM
06CTPYKUMM U acTManofobHbIMKU CUMNTOMaMM, Y4TO TpebyeT
COBEPLWEHCTBOBAHMSA MOAXOAOB K AWArHOCTMKE M Habito-
[LEHWI0 NauMeHTOB, B TOM YuC/ie C NPUMEHEHMEM BO3MOXK-
HOCTEN COBPEMEHHOM WHPOPMALMOHHOM CUCTEMBI y4yeTa
nauneHtos EMWAC.

3Ha4YnTENbHO OTInYatoLWMecs AaHHble O pacnpocTpaHeH-
HOCTK annepru4yecKkunx 3abonesaHumn y neten na HC N2 12
n peectpoB HabnwoaeHns EMWAC (atonuyeckuin aepma-
TMT — 142 n 345; KpanuBHUUa — 363 1 33; aHIMOOTEK —
4 1 16 cooTBETCTBEHHO; NuLLeBas anneprua — y 233 geten
(no ®CH N2 12) U HM y OAHOrO U3 AeTern W3 pPeecTpoB
EMWAC), BeposiTHO, cBA3aHbl C HecoBeplleHCTBOM Kak ®CH
N2 12, tak 1 EMHAC.

B EMUWAC petv ¢ annepru4yeckon natosiormen Haxo-
AATCS Ha AuMCnaHCepHOM y4yeTe y ABYX CneuuanmucToB —
y neguatpa v y annepronora-ummyHosnora. pu atom
C Takum 3aboneBaHueM, KaK O6poHXManbHasd actma,
NoruyHee 66110 Obl NPEANONOXKNUTb, YTO HabngeHne ocy-
WecTBASET cneuMannucT anneproaor-uMMyHONOr, OAHaKo
MMEHHO MO AaHHOMY 3a60neBaHWI0 NaLMEeHT HaxoauTcs
Ha yyeTe y neguatpa.

Mpn co3paHUM NPOTOKONa OCMOTPa B 3NEKTPOHHOM
MeauUMHCKoN KapTe B cucteme EMWMAC npu yctaHoB-
NIEHUM OKOHYaTEeNbHOr0 AMarHo3a cneuuanucTy JocTyn-
Ha QYHKUMSA MNOCTAaHOBKM nNauueHTa noa HabnwopeHue.
Ecnu negnatp nnun nobon gpyron cneunanuct npuHUmMaeT
Takoe peweHue, B EMMWAC ykasbiBaeTcs gata NocTaHoOB-
Ku noa HabnwogeHve no faHHomy 3abofieBaHuio, Aanee
B cMCTEeMe BbiGMpaeTcs cneumanbHOCTb, MO KOTOpoW 6yaeT
oCylWecTBNATLCA AafibHeNllwee HabnogeHue, n Bpay (M3
yucna COTPYAHMKOB LieHTpa). TakuM obpasom, B pamKax
npuemMa crneuunanncta naumMeHT nonajgaeT B peecTp Habno-
neHns, a B cucteme EMMWAC aBTOMaTMYeCKM co3aaeTcs
yyeTHass dopma N2 030/y. TonbKO OCylLLECTBMB BCe LWWaru
[LaHHOro anroputMa B 93/NEKTPOHHOM KapTe nauueHTa,
MOXHO COXPaHUTb CBEAEHMSA U 3aBepWNTL Npuem. Cnegyet
OTMETUTb, YTO B C/lyvae, ecnu Bpay NpPUMHUMaeT peleHne
0 Heuenecoo6pasHOCTM MOCTAHOBKM AAHHOro nauueHTa
B peecTp, He06X0ANMMO yKasaTb NPUYMHY (HAanpuMmep, Kor-
[a CpOK HabnwaeHns No gaHHOMY 3abo/ieBaHUIO UCTEK;
€CNM MauMeHT HanpaBfieH Ha rocnuTanu3auuio, ykasas
cTaguto (cteneHb) 3aboneBaHus; Korga He NOANEXUT AuC-
naHcepHoMy HabOAEHUIO; NO MNPUYMUHE CMePTENbHOro
ncxoga).

CBegeHUs 0 nauueHTax nocne BHeceHus MHdbopma-
UMM 06 OKOoH4aTenbHoMm aumarHoze (kogq MKB-10) u aBTo-
MaTM4ECKOro BHECEHWS B peecTp HabngeHus [OCTyn-
Hbl TO/IbKO Bpayvy-cneuuanncty, K KOTOpoMy «MpuKpensieH»
nauuneHT no npodunto 3aboneBaHuns, a TakKe ocobblM KaTe-
ropusiM Nosib3oBatenen (C yHMKanbHbIMM NpaBaMu gocTyna
K cucTeMe — PYKOBOAMUTENO noApasjeneHus/opraHusa-
umnn). NMpun 3TOM B peecTp HabNAeHUs annepronora-MMmy-
Hofora nonajatoT Takne 3aboneBaHus, Kak annepruyecKmn
M Ba30MOTOPHbIA PUHWUT; CUHAPOM FUNEPUMMYHOINOBYIN-
Ha E; oTaenbHble HapylweHus, BOBMEKalOWME WMMYHHbIN
MeXaHU3M; UMMYyHoAedULNTbI; HeGnaronpuaTHole 3ddeKThI,
He Knaccubuumpyemble B Apyrux pybpuKax; MacToLMTOS;
KpanuBHULA M 3puUTEMa; KpanuBHULA; AepMaTUT U IK3e-
Ma; aToMMYEeCKUM AepmMaTuT; 60NEe3HN KOXKM M MOLKOXKHOM
KneTyaTkW. [laHHble O nauueHTax ¢ NobbiM M3 nepeyunc-
JIEHHbIX AMarHo30B No npodunto (cneuynanbHOCTH) cdhop-
MWUPOBAHHOIO peecTpa MOXHO BblAeUTb U NPOCMOTPETb
OTAENbHO, UCMONb3YS UMetoLmecs GunbTpbl. B TO e Bpems,
HanpuMep, 4eTV C AMarHo30M «BpoHXManbHas actma» MoryT
nonacTb B peecTp anjeproaora-uMMyHos10ra ToIbKO B TOM
cllyyae, ecin, Kpome acTMbl, Y HUX €CTb OAMH M3 BbllEyno-
MSAHYTbIX AMArHo30B. B pesynbrate annepronor-uMMmyHo-
NIOr HE MOXEeT NOo KAYeBOMY napameTpy «6poHxuanbHas
acTMa» aBToMaTuM4yeckn chopmupoBaTb peecTp nalmMeHToB
C AaHHbIM AMArHO30M, TaK KaK Takue nauueHTbl aBToMaTtu-
4yecCKu «nonagatom B peecTp HabnloaeHna Bpada-negmaTpa.
Mofo6Hasa cuTyaums Cnoxunacb UCTOPUYECKN — AETH C Ana-
FHO30M «BpOHXManbHas acTma» TPaAWLMOHHO HaxoAsATcs
Ha AWCNaHCEPHOM y4yeTe MMEHHO y neguatpa mM3-3a OTCyT-
CTBMS CMeunanbHOCTU «4EeTCKUIM anfieprosior-mumMmMyHONOoMm
M HebOoNbWOro KonuyecTBa crneuuanucToB AaHHOrO Mpo-
duns.

B ®CH N? 12 yyeT npon3BOAMTCS N0 3adUKCUPOBAHHBIM
npu obpaw,aemMocTM gumarHosam, 06€3/1M4EHHO, NPU 3ITOM
nepexoa nauneHTa M3 0g4HOM BO3PaCTHOM rpynnbl B APYryto
OCyLLeCcTBASETCA Ha Hayano roja — BHe 3aBWCUMOCTHU
OT TOro, Korga y pebeHKka unv nogpocTKa AeHb POXKAEHUS.
®CH N2 12 — cTaTU4Han (3anosHAETCs eXXerofiHo Ha KoHell
roga), CnoxHasa ans aHannsda dopma, He obnagatowas Bo3-
MOXHOCTbIO Fy6OKOro PETPOCMEKTUBHOIO CPaBHEHMS CBe-
LEHUN B AMHaAMUKe.

Taknum ob6pas3om, Hazpesa NoTpebHOCTb B YCOBEpPLUEH-
CTBOBa@HMW MPUHLMMNOB CTATUCTUYECKOrO yyeTa — YHUU-



Kauun Gopm M TpeboBaHUM K UX 3anojiHeHWIo, MOJIHOM
umMdpoBM3aLMKM JaHHOIO npoLecca ¢ 0693aTe/lbHbIM YClo-
BMEM BHECEHUS [aHHbIX B €AMHYI0 3NIEKTPOHHYIO CUCTe-
My abCOMOTHO BCEMU MELULMHCKUMU OpraHu3auusamu.
BaxHbIM ycnoBuem aBngeTcA paspaboTKa AeNCTBEHHbIX
WHCTPYMEHTOB, MOrPYXEHHbIX B CUCTEMY, ANA MOLLAEPKKM
NPUHATUS PeLleHni cneunanucTtoMm — No CBOEBPEMEHHOMY
BbISIB/IEHUIO TPYNMbl NALUEHTOB, Y KOTOPbIX PUCK HaNUyus
3a60/1eBaHNSA BbICOK, HO HEMNOCPEACTBEHHO AMArHo3 TaK
W HE yCTaHOBJIEH. B faHHOW CUTyauun TaKKe KpanHe BaXKHO
noBblleHne UHOOPMUPOBAHHOCTU CneLuMasncToB — pas-
paboTKa MHGOPMaLMOHHbIX 6/I0KOB A1 Bpayen-neamaTpos,
aniepronoroB-MMMYHOSIOrOB ¥ My/IbMOHOJIOrOB Aas AOMNON-
HUTENBHOrO KOHTPONS MauMEHTOB C CUMMNTOMamu OpOH-
XManbHOMW OOCTPYKLMKU, CBUAETENLCTBYIOWUMU O OPOHXM-
afbHOM acTMe, HO MpWU 3TOM «yMyUWEHHbIMWU» B PYTUHHOWM
NpaKTUKE NPUeMOB.

Envnasa meTtogonorns onpefeneHus 3anuaemMuonoru-
YeCKMUX MoKasaTtenen, Kak B OTHOWEHWU annepruyeckmx
60n1e3HeN B LieNIoM, TaK 4ns 6poHXManbHOM acTMbl, CUHXPO-
HU3MpOBaHHas M NorpyxeHHas B GOpMbl CTAaTUCTUHECKOIO
yyeTa, KOpPpPEKUMS NpUHLKMNOB GOPMUPOBaHUA peecTpoB
rpynn Haénogenns EMUAC y cneunannctoB MOryT nomMoYb
noJly4YnTb JOCTOBEPHYIO MHMOPMALMIO MO UCTUHHOW 3abone-
BaeMOCTMU MO HO30/I0rMAM, afeKBaTHO CrlaHUpoBaTb 006b-
€M ¥ BbICTPOUTb NPOLLECC OKa3aHUA MeAULIMHCKON NOMOLLM
[LETSM C annepruen, NoBbICUTb Ka4eCTBO XMU3HU NaLUEHTOB
N UX poauTenen.

3AK/TIOYEHUE

®CH N? 12 no3BONSET KOMMYECTBEHHO OLIEHUTb YMUCIIO
3aboneBaHui, 3aperncTpupoBaHHbIX y NaUUeHToB, Habo-
OaloLMXCsH B MEOAULMHCKOM OpraHmn3aunn Ha KOHeL, OT4eT-
HoOro roga.

BaxHbim oTnninem EMWAC u peectpoB Habntoge-
HMA cneunannuctoB B cuUCTEME SABASETCA AUMHAMMWYHOCTb
eXXegHeBHO OOHOBMSIEMbIX aKTyaslbHbIX [AaHHbIX, @ TaKXKe
BO3MOHOCTb aHannda 601bWoro nyna AaHHbIX — KOJKU-
YeCTBEHHbIX M KQ4eCTBEHHbIX — COCTOSIHMSA 340POBbA NaLn-
€HTOB, NMPOXMWBAKLWMX B panoHe 0O6CNYKMBAHUA MEAULIMH-
CKOrO yuypexaeHus.
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Lenb nccnegoBaHuss — OLEHNTb Ha[E€XHOCTb, BHYTPEHHIOW YCTOMYMBOCTb M 3QOEKTMBHOCTb afantalnn OTAENbHbIX
BOMPOCOB aHKETbI KOMIJIEKCHOM OLIeHKN npuBepxeHHocTn KOI-25 ans oLeHKn noTeHUMaabHOU MPUBEPIKEHHOCTH eye-
Huto nl 12-14 net B cpaBHEHMUU C aHanorm4yHou aHketon KOIM-25 ana any 15-17 net. MaTtepuasnbl u metoabl. B onvca-
Te/IbHOM 06CcepBaLMOHHOM mccieoBaHnn ¢ y4actmem 314 yyaumxces obujeobpasoBaTtesibHbIX WKOJ . OMCKa ¢ MOMOLLbIO
onpocHuka KOM-25 onpeaensnu ypoBeHb NPUBEPKEHHOCTHU JIEYEHUIO C MCMOJIb30BaHMEM TPAAMNLMOHHBIX U albTepHa-
TUBHbIX OPMYIMPOBOK OTAEJIbHbIX BOMNPOCOB. Pe3yabTarthl. []19 nogpocTkoB 12—-14 net nokasaHa xopoluas AUarHocTm-
yeckasl LIeHHOCTb Mpn 3HaYMTe/IbHO GOJIbLIEM MHAWBUAYAbHOM KadyecTBe TeCTMPOBAHWUS (OTCYTCTBME HE3arnoJIHEHHbIX
OTBETOB Ha BOIMPOChI) TECTUPYEMOr0 BapmuaHTa aHKETbI 10 CPABHEHMIO C albTepHaTUBHbLIM. 96,8% pecrnoHAEHTOB yKasa-
71, 4TO HOPMYSIMPOBKM BOMPOCOB CrELIMAIN3UPOBAHHOM aHKEThI AB/SIOTCS «60J1e€ TOYHbIMU» U «60JIe€ MPaBHIbHbIMU».
TecTupyeMmbi BapuaHT aHKETbI MPOAEMOHCTPMPOBAJ XOPOLUYIO HafexXHOCTb (aibdpa KpoHbaxa obuas 0,901, Ha oCHoBa-
HUW CTaHAapPTU3UPOBaHHbIX MYHKTOB dg; 0,914) ¢ BbICOKOW BHYTPEHHEH YCTOHYMBOCTHIO (110C/1€J0BATE/ILHOE UCKIIIOYEHNE
MYHKTOB LUKa/ bl COXPaHsIeT Ba/IMHOCTb aHKeTbI B Anana3oHe 0,886—-0,909) npu noyty ngeaabHOM 3KCMEPTHOM COriacum
(kanna KoaHa 0,908). 3akn4yeHne. AHKeTa xapaKTepu3yeTcs Xopoluen BalugHOCTbIO M 0b61afaeT BbICOKON BHYTPEH-
Hel yCTONYNBOCTLIO, @ COAEPIKaHME U HOPMYIMPOBKM BCEX BOMPOCOB aHKETbI afleKBaTHO BOCMPUHUMAIOTCS ayAUTOPUEH,
Ha KOTOPY paccymTaH ONpPOCHUK. YKa3aHHOe 1e/1a€eT Lje1eco0b6pa3HbiM ero NCrosib30BaHUE /1151 OLIEHKU MOTEHLMaabHOM
MPUBEPIKEHHOCTHU JIEYEHUIO MOAPOCTKOB B Bo3pacTte 12-14 nerT.

KntoyeBble cnoBa: aHKETa, OMPOCHUK, MPUBEPIKEHHOCTb JIEYEHMIO, MOAPOCTOK

Ana uyntupoBaHmsa: HukonaeB H.A., CkupaeHko HO.M., AHapeeB K.A., Top6eHko A.B., MaBnuHoBa E.B., YcoB M.,
depopuH M.M. CneumanmanmpoBaHHas aHKeTa cucteMbl onpocHUKoB KOMM-25 Ans OuUEeHKW NOoTeHUMaNbHOM MPUBEPIKEH-
HOCTHM JIe4eHUI0 NOAPOCTKOB 12-14 neT: HaAeXHOCTb U BHYTPEHHAS YCTOMYMBOCTb. [legnatpuyecKkas ¢papmMaKoaorus.
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BBEAEHUE

B 2022 r. ony6nnkoBaHo nepsoe B Poccuu Hauwmo-
HalbHOE PYKOBOACTBO «[IpUBEPKEHHOCTb NeveHutor» [1],
a B 2023 r. — ero KpaTkas pefakuus ana npaxktuye-
CKUX Bpayew [2], KOTOpbIM, B 4aCTHOCTHU, PEKOMEHL0BAHO
B KayeCTBe OCHOBHOIMO WMHCTPYyMEHTapus OLEHKW Mnpwu-
BEPXXEHHOCTU feecnoCcOobHbIX L, UCNONb30BaTb pa3pa-
60TaHHyto B 2008 I. cucTeEMY ONPOCHMUKOB KOMMIIEKCHOM
KO/IMYECTBEHHOM OLIEHKM npuBepxeHHocTn — KOrM-25.
KomnneKcHasa KOnM4ecTBEHHas OLEHKa MpPUBEPIKEH-
HOCTW 3aKJ/ilo4yaeTcsd B onpeaeneHnn MpUBEPHEHHOCTU
KaK HenocpeaCTBEHHO NaLMEHTOB, TO eCTb GaKTUYECKON
(aHKeTa 0603Ha4eHa «1»), Tak 1 NoTeHLUMaNbHON — 30pP0-
BbIX PECMOHAEHTOB (3aKoanpoBaHa «2») [3—6].

Cuctema KOIM-25 BKkntoyaeT B ceba 5 napHbIX aHKET,
MapKnpoBaHHbIX OT A Ao [l v npeaHa3Ha4vYeHHbIX 414 cne-
LYIOLKX KaTeropuin pecrnoH4eHTOB:

e KOIMN-25 A — anga nuy, 18 net u ctapue (6a3oBas napa
aHKeT);
o  KOIM-25 b — ansl 6epeMeHHbIX XeHLMH;

e KOI-25 B — ana nuy, 15-17 ner;
e KOM-25T — ana nuuy, 12-14 ner;
e KOI-25 [ — ana 3aKOHHbIX NpeacTaBuUTENEn MalueH-

TOB.

AHKeTa ans 6epemeHHbix (KOM-25 B) cogepuT name-
HEeHHble BOMNpPoChl No dapmaKkoTepanum 1 puckam npumeHe-
HUS NeKapCTBEHHbIX CPeAcTB. AHKeTa AN 3aKOHHbIX Npej-
cTaBuTENEN NauMeHTOB nepedopMynMpoBaHa ANs OLEHKHK
NPUBEPIKEHHOCTHU PECMNOH/IEHTOB B OTHOLLIEHWUU TPETbUX JIULL.
Otanyma aHkeT ansa nogpoctko (KOM-25 B mn KOM-25 T)
oT 6a3oBon Bepcun (KOM-25 A) 3aknoyaloTca B Haan4vmu
afanTUPOBaHHbIX K AaHHbIM BO3pPacTHbIM rpynnam ¢op-
MY/IMPOBOK BOMPOCOB, KacCaloWMXCA CEKCYaSlbHON XWU3HU
1 BEPbI.

Takum ob6pas3oM, Kaxkaasi aHKeTa BKIYaeT 25 Bonpo-
COB C BapuaHTamu OTBETOB (Tabi. 1), KaXKablM U3 KOTOPbIX
COOTBETCTBYET ONpPeAeIEHHOMY KOM4YecTBy GasioB.

AHKETY PECMNOHEHT 3aMnofIHAET JIMYHO WM C yyacTu-
eM WHTepBbloepa, nocneaoBaTefibHO OTBeYass Ha BOMPO-
Cbl — BblOMpas Hanbonee NOAXOASAWMNA, MO €ro MHEHWUIO,



Ta6nuua 1. bannbHas oueHKa OTBETOB Ha BOMpPOChl aHKeT cucteMbl KOM-25

Table 1. Scoring of answers to questionnaire questions of the KOP-25 system

OTBeTbl Ha BONPOChHI
Bbannbi
1,6,7,10,11,12 2,3,4,5,8,9,13,14,15 16, 17,18, 19, 20, 21, 22, 23, 24, 25

1 CoBepLIEHHO He BaXHO 0Y4eHb CNOXKHO Hu 3a 4T0 He 6yay

2 Mo4yTn He BaXHO [oCTaTO4HO CNOXKHO BeposiTHee Bcero, He 6yay

3 CKopee He Ba)XHO, YeM Ba*KHO CKopee CNoXHO, YEM HECNTOXKHO CKopee He 6yay, 4em 6yay

4 CKopee BaXKHO, YeM He BaXKHO CKopee HEeCNOXKHO, YEM CIOXKHO CKopee 6yay, 4em He 6yay

5 [ ocTaToO4HO BaXKHO MoYTH HECNOXKHO BeposiTHee Bcero, 6yay

6 OyeHb BaXHO CoBepLWweHHO HECNOXHO 0693aTenbHO 6yay

OTBET M3 MNPELNOKEHHOrO AN KaXAOoro Bomnpoca 3aKpbl-
TOr0 MNepeyHs BapuvaHTOB OTBETOB. Ha KaxAablh BOMpoc
MOXeT ObITb BbIGPaH TONIbKO OMH OTBET; NOCNE 3an0HEHNS
pesynsTat obpabaTbiBaloT no dopmysam pacyeta B pyy-
HOM peXKMMe NM60 aBTOMaTU3UMPOBAHHO C UCMONb30BaHUEM
aBTOHOMHOrO KanbKynaropa.

TexHonorus KOMM-25 ocHoBaHa Ha MaTeMaTUYE€CKOM pac-
yeTe pesynbrata UcCnefoBaHUsA NPUBEPKEHHOCTU B HOMMU-
HaNbHOW LWKane ¢ yCTaHOBIEHHON TOYHOCTbIO, B NMPOLEHTax
OT MaKCUMa/lbHO BO3MOXHOMO PacyeTHOro 3HayeHus (Tex-
HOJIOrMS KOIMYECTBEHHON OLLEHKMU NPUBEPIKEHHOCTH), U YHU-
BepcasbHa AN19 BCex BapuaHToB aHKeT [3].

Ha nepBom aTtane no cymMme 6afioB BbIYUCNSIOT Cleay-
lolWwMe TEXHUYECKMEe NoKasaTenn: «Ba*KHOCTb JIEKapCTBEH-
HOM Tepanumn», «BaXKHOCTb MEAULIMHCKOIO CONPOBOXAEHUS»,
«Ba¥HOCTb MoAMdUKaLMKM o6pas3a XKU3HU» U «TOTOBHOCTb
K NeKapCTBEHHOW Tepanuu», «rOTOBHOCTb K MeAULIMHCKOMY
COMPOBOXAEHUIO», «FOTOBHOCTb K MoauduKkauum obpasa
KU3HW», TakKum 06pas3oM, MUHMMaNbHO BO3MOXHOE 3Ha-

YeHWe Kax[oro rnokasaTens coctaBnseTr 5, a Makcumalb-
Hoe — 30 6annos (Tabsn. 2).

Ha BTOpom 3Tane, ucnonb3ys Gopmysbl, pacCynTbiBaloT
noKasaTenn MPUBEPKEHHOCTU (B MpPOLIEHTax OT TeOopeTu-
YeCKM BO3MOXHOM, TO ecTb OT 100%): «NpUBEPKEHHOCTb
NIeKapCTBEHHOM Tepanuu», «NPUBEPKEHHOCTb MEeAULIUH-
CKOMY COMPOBOXKAEHUIO», «MPUBEPKEHHOCTb MoAUdUKaLUK
obpasa KU3HU» U UX UHTEerpanbHbi NOKa3aTeNlb — «Npu-
BEPXKEHHOCTb JieyeHuto» (Tabn. 3).

Ha ocHOBaHWUW BbISBNEHHOIO YPOBHSA MPMBEPKEHHO-
CTW (paccyuTaHHOro B % 3HauvyeHus) onpeaenstoT NporHo3
3P PEKTUBHOCTM BMeELWIATENbCTB (B OTHOLWEHUU KaK daKTu-
YECKOMN NPUBEPKEHHOCTU, TaK U NOTEHLMANIbHON): ANs BCEX
nokasartenen NpUBEPKEHHOCTU YPOBEHb 3HAYEHNUIN B UHTEP-
Bane 10 50% MHTePNPETUPYIOT KaK «<HU3KUIM», 0T 51 10 75% —
KaK «cpefHuit», 6onee 75% — Kak «BbICOKUM» (Tabn. 4).

C y4eTOM BbISIBIEHHOIO YPOBHS GaKTUYECKOW/NOTEHLM-
aNnbHOW NPUBEPKEHHOCTU NaUMeHTa/pecnoHaeHTa B Aalb-
Henwem [ANns [OOCTUMEHMS Hawunyylero peaynbrata npu-
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Reliability and Internal Stability

The aim of the study is assess the reliability, internal stability and effectiveness of adaptation of individual questions of the
QAA-25 questionnaire to assess the potential adherence to treatment of persons aged 12-14 years, in comparison with a similar
QAA-25 questionnaire for persons aged 15-17 years. Material and Methods. In a descriptive observational study, including
314 students of general schools in Omsk the level of treatment adherence was determined using the QAA-25 questionnaire,
using traditional and alternative formulations of individual questions. Results. For adolescents aged 12-14 years a good
diagnostic value was shown higher individual testing quality (absence of blank answers to questions) of the tested version of the
questionnaire compared to the alternative one. 96.8% of respondents indicated that the wording of the specialized questionnaire
was “more accurate” and “more correct”. The tested version of the questionnaire demonstrated good reliability (Cronbach’s alpha
total 0.901, based on standardized items ag, 0.914) with high internal consistency (consistent elimination of scale items maintains
questionnaire validity in the 0.886-0.909 range), with near perfect expert agreement (Cohen’s kappa 0.908). Conclusion. The
questionnaire is characterized by good validity and has a high internal stability, and the content and wording of all questions of the
questionnaire are adequately perceived by the audience for which the questionnaire is designed. This makes it advisable to use it
to assess the potential adherence to treatment of adolescents aged 12-14 years.
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Ta6nuua 2. PacyeT TeXHUYECKMUX NOKa3aTenen
Table 2. Calculation of technical indicators

MNokasatenb 0O6Go3HayeHue Homepa sonpocos
(cymma 6annoB OTBETOB)

Ba)XHOCTb NeKapCTBEHHON Tepanuu Md 2,3,4,6,14
BaKHOCTb MEAMLIMHCKOIO CONPOBOXAEHUS Mm 1,5,10,11,13
BakHOCTb MoandUKaumm obpasa KU3HU Me 7,8,9,12,15
[OTOBHOCTb K IeKapCTBEHHON Tepanuu Gd 16, 17,18, 20, 21
[OTOBHOCTb K MEAULIMHCKOMY CONMPOBOXAEHMNIO Gm 16, 19, 20, 24, 25
[O0TOBHOCTb K MoAMdUKaL MK ob6pasa KU3HU Gce 19, 22,23, 24,25

Ta6nuuya 3. PacyeT NnoKasaTenen NPMBEPKEHHOCTH
Table 3. Calculation of adherence indicators

NMoka3arenb

Pacuet nokasarens

(30 + M) X (60 + G,)

Cy=1~+

MpUBEPIKEHHOCTD
NeKapcTBEHHOM Tepanuu

2

rae Cy — NpUBEPIKEHHOCTb JIEKAaPCTBEHHOW Tepanuu, %; M — Ba)KHOCTb JIeKapCTBEHHOMN Tepanuu,
6annbl; Gy, — roTOBHOCTb K IEKAPCTBEHHOMW Tepanuu, 6anibl

x 100,

. (30+M,)x(60G,)

MoanduKaumm obpasa Kn3Hu

Mp1BEPHKEHHOCTb C,=1= 100,
MEANLMHCKOMY 2
COMPOBOM/AEHMIO rae C,,, — NPUBEPKEHHOCTb MEANLIMHCKOMY COMPOBOMXAEHMIO, %; M, — BaXHOCTb MEAULIMHCKOO
COMPOBOMKAEHHNS, 6abl; G\ — FOTOBHOCTb K MEAMLIMHCKOMY COMPOBOXAEHHIO, Ganbl
(30+M,) x (60 G,
C.=1-+ x 100,
pUBEPKEHHOCTb c 5

rae C, — NpuBEPKEHHOCTb MOANPUKALIMM 06pa3a XU3HH, %; M — BaXXHOCTb MoAWdHUKaLM o6pasa
XKM3HH, 6annbl; G, — roToBHOCTb K MOAMUKALMKM 06pasa Ku3Hu, 6asbl

3 C,+2C.+3C,
NHTerpanbHas - 6 ’
NPUBEPIKEHHOCTb
neYeHuio

neKapcTBeHHOW Tepanuu, %

rae C — vHTerpanbHas NpMBEPEHHOCTb 1e4eHnio, %; C, — NPUBEPEHHOCTb MeANLIMHCKOMY
COMPOBOX/IEHNIO, %; C — NPUBEPIKEHHOCTb U3MEHEHUIO 06pasa N3HU, %; C; — NPUBEPIEHHOCTb

Ta6auua 4. ViHTepnpeTauus pe3ynbTaToB OLEHKM GaKTUYECKOW,/MOTEHLMaNbHOM NPUBEPIKEHHOCTHU
Table 4. Interpretation of actual/potential adherence assessment results

YpoBeHb NPUBEPHEHHOCTHU 3HauyeHue noKasartens NMporHo3 3a¢ppeKTUBHOCTU BMellaTebCTB

o MeauuMHCK1e peKoOMeHAaLUU U OCHOBaHHbIE Ha HUX AENCTBUSA
Bbicokui 76% v 6onee At P Aau A

nauueHTamu BbIMONHATLCA BYAYT UK CKopee ByayT

o MeauumMHCK1e peKoMeHAaUUn U OCHOBaHHbIE Ha HUX AENCTBUS

CpefHui 51-75% AU P Aau A
nauneHTamu BbINONHATLCA CKopee 6yayT, 4eM He 6yayT

. MeanunHCKMe peKoMeHAaLMN 1 OCHOBaHHbIE Ha HUX AeNCTBUSA

Huskni 50% 1 meHee Anu P Aaul A
nauMeHTaMu BbINONHATLCS HE BYAYT KM CKOpee He 6yayT
MEHEHMA MeaULMHCKUX BMewaTenbCcTB / peKomMmeHaauum B atom BO3pacTe, Kak U y CTapwmnx nogpoCcTKOB, UHAM-

no moaudukaumm obpasa MU3HU (MaKCMMalbHO BO3MOX-
HOMO AN51 KaXKA0ro TaKoro YPpOBHS MPUBEPKEHHOCTH) MOXKET
ObITb OCYLLECTB/IEH BbIOOP KOHKPETHOM CTpaTernun nevexHms,/
BeaeHus [4].

C y4eTOM M3MEHEHMS COLManbHbIX MOHATUMHBLIX acnek-
TOB, npousolweawero ¢ 2008 r. B pOCCUIUCKOM 06LLECTBE,
B 2021 r. paa sonpocoB 6a30Boin aHKkeTbl KOM-25 6biin
aKTyaIM3npoBaHbl C PAaCYeTOM KOHCTPYKTHOW 1 GaKTOpHOM
BaNMAHOCTM M Mepbl cornacus O6HOBJIEHHOrO BapuaHTa
aHKeTbl [7], a B 2022 r. BbINO/MHEHA OLIEHKA HaAEXKHOCTH
cneunanM3anpoBaHHON aHKeTbl ANs CTaplwWx MOAPOCTKOB
15-17 net [8].

[pn 3TOM HE MeHee BaXKHOM rpynnow AN OLEeHKU NpuBep-
YEHHOCTHU ABNSIOTCA MAalmMe NoapoCTKM — aetn 12-14 neT.

BUAYaNbHbIA TMYHOCTHbLIA POCT MPOUCXOAUT HEPABHOMEPHO,
TaK KaK elle OTCYyTCTBYIOT CcHOPMMUPOBAHHbLIE «B3POCIbIE»
dopMbl U CTaHAapTbl NOBeAeHMs, a NOTPeOHOCTb B obLle-
CTBEHHOM MpPM3HaHWKM pe3Kko Bo3pacTtaeT [9]. lpun 3ToMm
06bEM 3aBUCUMOCTU OT POAMTENLCKOro nonevyeHuns n dop-
MaT COLMaNbHOM KMU3HWM OCTAlOTCH HEM3MEHHO BbICOKMMM,
a nobble MeAULMHCKME BMelLaTeNbCTBa, BKOYas OLLEHKY
NPUBEPKEHHOCTU, BCE elle MOryT MPOBOAMTLCH TOJbKO
C corfiacus 3aKOHHbIX NpeacTaBuTenen (poautenewn, nomne-
yuTenen u T.4.).

Hanb6onee npo6aematuyHbIMKU ANS aAHKETUMPOBAHMUS,
KaK 1y nogpoctkoB 15-17 neT, ans atom BO3pacTHOM rpyn-
Nbl SBASOTCS BOMPOCHI, MOTEHUMANbHO AWMCCOHMPYOLWMEe
C MHAMBWAYaNbHLIM MOHUMaHMEM MpPUEMIEMOro unn ¢op-



MUPYIOWMMUCS LEHHOCTHbIMU XapaKTepucTukamu. B nep-
BYl0O o4yepefb 3TO KacaeTCs MEMX/MYHOCTHbIX OTHOLWEHUMN
(BKNIlOYas OTHOLLEHMWE K Nt06BK, ApyKOe, CEKCYanbHbIM CBS-
39M U T.4.).

Hanunyne B aHKeTax MNCUXONOMMYECKU «OTTOPraemblx»
BOMPOCOB (B TOM YMCIIE 3a CHET HEXENaHUS AeNNTbCH C NOCTO-
POHHUMU MK BAN3KUMU TULL@MKU CBOUM OTHOLIEHMEM K HUM)
NPMBENO K HEOBX0AMMOCTU MOANDUKALMKN aHKETbI C UBMEHE-
H1eM psaga GopMyIMPOBOK, aaanTUPOBaHHbIX K YPOBHIO pas-
BUTUS MCUXMKKM NOAPOCTKOB 12—-14 neT, 4To 1 ObIN0 cAenaHo
B 2022 r. MeXAnCUMNIMHaApPHON paboyer rpynnov nayyeHus
npuBepxeHHocTn (Bonpockl N2 7 1 N2 12) [1, 2]. MNMpu 3TOM
HaOEeXHOCTb M BHYTPEHHSAS YCTOMYMBOCTb a@HKETbl, COAep-
Kawen mognbuumMpoBaHHble BOMPOCHI U NpeaHa3Ha4YeHHowm
N9 pecnoHAeHTOB BO3pacTHOM rpynnbl 12—-14 neT, 10 HacTo-
SlLero BpeMeHu on1caHa He 6bina.

Llenb uccnepoBaHus

Llenb gaHHOro uccnefoBaHUs — OLEHUTb HAAEXHOCTb,
BHYTPEHHIOO YCTOMYMBOCTb M 3PDEKTUBHOCTL adanTaLuu
oTAenbHbIX BONpocoB aHKeTbl KOM-25 ans oueHKW NOTeH-
UManbHOM MNPUBEPIKEHHOCTU nevyeHuto geten 12-14 net
B CPaBHEHWM C aHanornyHon aHketom KOIM-25 ana peten
15-17 ner.

MATEPUA/IbI U METOAbI

lMpoBeaeHo onucaTenbHoe o6cepBaLMOHHOE UCCNeno-
BaHWe, O6bLEKTOM KOTOPOro SIBAS/IMCH AeTM B Bo3pacTte
12-14 neT, NnpeAMETOM — CpPaBHUTENbHAsA OLEHKa aHKeT
NPUBEPKEHHOCTU neveHuto cuctembl KOM-25 ana pgeten
12-14 n 15-17 ner.

MccnepoBaHue BbinonHanocb ¢ 20 Hosi6pa 2022 .
no 30 anpens 2023 1. B pamMKax rocyaapcTBEHHOro 3agaHus
MwuH3apaBa Poccun N2 056-00031-21 «BHeapeHue TexHo-
NIOrMK NaUMEHTOOPUEHTUPOBAHHOIMO IeYeHUS BOMbHbIX XPO-
HUYECKMMU HEMHODEKLMOHHBIMKU 3a60NeBaHNSIMU Ha OCHOBE
yrnpaBAeHUs MNPUBEPKEHHOCTbIO»;, 0400peHO JIOKanbHbIM
3TU4eCcKMM Komutetom OMIMY (npotokon N2 6).

Heob6xoaumbit  pa3mep BbIGOPKM paccyuTbiBanu
no R.Lehr [10] (ueneBon aguManal3oH coctaBun 310-320
npu ypoBHe 3Ha4ymmocTy (a) 0,05, MOLWHOCTH UCCefoBaHMs
95%, noBepuTeNbHOM KoabduumeHTe (t) 5, npeaenbHo gony-
CTMUMOMN owmnbKe (d) 2, MMHMMaNbHOW 3HAYUMOW pasHuLe
nokasartenen (s) 6, 3Ha4eHWMM CTaHAAPTU3UPOBAHHON pas-
Huubl 0,86, cnyyanHoM meTode GOPMUPOBAHUSA BbIGOPKM
M OXMAaemoMm pasmepe reHepanbHoW coBOKYNHOCTU (N)
100 000).

B wuccnepoBaTenbCKyld Bbl6GOPKY, CHOPMUPOBAHHYIO
Ha 6as3ax Tpex OIAKEeTHbIX 06pal3oBaTeNbHbIX y4Ypexae-
HUW (cpeaHux oblLeobpasoBaTe/bHbIX WKON LleHTpanbHoro
aAMUHUCTPATUBHOIO oKpyra . OmcKa), 6binn BKIOYEHbI
314 wKonbHMKOB (153 mManbymKka, 161 geBoyka) 12-14 net
(o6lwasn xapaKTepuCcTMKa y4aCcTHUKOB MCCNefoBaHUs npea-
cTaBneHa B Tabsn. ).

B uccnepoBaHue BKIOYaAM TONbKO YCNIOBHO 340pO-
BbIX PECMOHAEHTOB, POAWUTENW WAW 3aKOHHble npencTa-
BMTENM KOTOpbIX nmognucanv UMHbOOpPMUpOBaHHOE A06pPO-
BOSIbHOE cornacue (B COOTBETCTBMM cO cTaTbsamu 20 n 54
depepanbHoOro 3akoHa ot 21 Hoabps 2011 r. Ne 323-d3
«06 ocHOBax OXpaHbl 3[10pOBbs rpaxaaH B Poccuickomn
depepaumnn»). B nccnegoBaHne He BKIOYaANM PECMOHAEH-
TOB, NMoayyalolwmx noboe nevyeHune, CBA3aHHOE C HaNUYNEM
XPOHUYECKMX UM OCTPbIX 3a60neBaHUN.

Mpoueaypy nccnefoBaHKs OCYWECTBASAM B TPU 3Tana.

Ha nepBom atane 13 wucclnefoBaTelbCKOM BbIGOPKU
METOOM NIOTEPENHON paHAOMM3aUMKU (reHepauus nces-
JocnyyarHblx yucen) 6bina chopmmpoBaHa doKyc-rpynna
B KoninyecTBe 50 YyenoBek (Mo 25 nL, MY>KCKOMO M YKEHCKOro
nona), ¢ KaxkAblM PeCNOHAEHTOM KOTOPOW NpUBAEYEHHbIMU
3KcnepTamu (rpynna cneumanncToB B COCTaBe Bpaya-neau-
aTpa, Bpaya-ncuxmatpa, MeAUMLMHCKOro ncuxonora) Obliv
AeTanbHO 06CYXX[eHbl BapuaHTbl TecTUpyembix Gopmynu-
POBOK BOMPOCOB AN BbISCHEHUS MOHUMAHUSA MX CMbICNO-
BOro cogepxkaHus. Nocne KOHTEKCTHOro aHannsa (C y4etom
peKoMeHaaL MM NPUBAEYEHHbIX HE3aBUMCUMbIX IKCMEPTOB —
cneunanuctoB B 06nacTu nNcuxmaTpun, MEAULMHCKOM McH-
XxoTepanuu, KOTHUTUBHOW U MEAULMHCKOW MNCUXON0rnMn)
OblIM BblAeNeHbl A5 TECTUPOBAHMSA cregylolme BapuaHTbl
BOMPOCOB: «HaCKOMbKO BaXHO A/ Bac HaXo4UTbCS C KEM-
NM60 B JIMYHbBIX OTHOLIEHMAX?» (MOAMPULIMPOBAHHbIN BOMPOC
N¢ 7 aHKeTbl KOIM-25 B2 ansa aHkeTbl KOM-25 2 «Hackonbko
BaHO 111 BaC HAaX04MTbCS C KEM-IMGO B IMYHbIX OTHOLIEHM-
AX, BK/OYas AMOLMOHANbHYO MM GU3NYECKYIo 61M30CTb?»)
n «Bce nogn Bo 4T0-M60 BEPST MK He BepsAT. HacKonbKo
BaXKHO A5 BAc BO 4YTO-M60 BEPUTL?» (MOANDULIMPOBAHHbIN
Bonpoc N2 12 aHKkeTbl KOIM-25 B2 ang aHkeTbl KOM-25 M2
«Bce nogn BepaT unu He BepsAT B bora. HacKonbKO BaKHO
N9 Bac BepuTb B bora?»).

Ha BTOpoMm 3aTaney Bcex pecnoHAeHToB (BKto4as 50 yeno-
BeK M3 POKyC-rpynnbl) METOAOM aHKETUPOBAHMS OLEeHMBaNU
noTeHLMaNbHYI0 NPUBEPKEHHOCTbL fleveHuto. Bece aetn, BKtO-
YeHHble B UcCcnefoBaHWe, CaMOCTOATENbHO 3anonHWAW ABe
aHKeTbl (M3BecTHylo — KOIM-25 B2 — ans pecnoHAeHToB,
JOCTUMLMX BO3pacTa 15 neT, HO He [OCTUrwMX BoO3pacTa
18 ner, u Tectupyemyto — KOIM-25 2 — ans pecnoHaeHToB,
JOCTUMLMX BO3pacTa 12 neT, HO He [OCTUrwmMx Bo3pacTa
15 net), npefHa3Ha4YeHHble 415 OLEHKW MPUBEPKEHHOCTU
pasHbIX BO3pacTHbIX rpynn [1, 2]. Pe3ynbtatbl aHKETUpOBa-
HUS — NPUBEPIKEHHOCTb IEYEHNIO — PACCHUTbIBAIN C UCMOSb-
30BaHWEM 3NeKTPoHHOro npoaykta «CKOMMA» (CBMAETENBLCTBO
P® o peructpaunm nporpammsbl ang 3BM N2 2017615773).

Ha TpeTbem 3Tane aKcnepTbl (Bpay-neauatp, Bpay-
ncuxuaTp) WHTEPBLIOMPOBANM KaxAoro pecrnoHAeHTa
ONS1 OLLEHKM CyOBEKTUBHOMO BrevYaTieHns o npeanoYTuTenb-
HOCTU BblGopa aHKeTbl KOMM-25 B2 nnn KOM-25 2. 3agaBancsa
BOMPOC: KaKYI0 U3 aHKET PECMNOHAEHT Bbl6pan 6bl 4Ns OTBETA,
ecnu 6bl 6bl1a Takasi BO3MOXKHOCTb (C TOYKM 3PEHUS TIErKOCTH
BOCMNPUATUSA U MHTEPNPETALMM BONPOCOB aHKETbI).

Ta6nuua 5. O6Wwan xapakTepuUcTMKa peCcnoHAEHTOB, NPUHABLUUX y4acTe B UCCnefoBaHUK

Table 5. General characteristics of respondents who took part in the study

MapameTtp Mon M Me Min Max 25% 75%
M 13,3 13 12 14 12 14
Bo3spacT, net
K 13,2 13 12 14 12 14
M 161,5 161 151 174 159 164
PocT, cm
K 156,8 157 151 171 154 166
M 46,3 46 39 69 46 51
Macca Tena, Kr
K 48,9 48 41 56 47 52
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OPUTMHAJNIbHASA CTATbA

K orpaHuyeHuam nccnegoBaHns MOXHO OTHECTU MOTEH-
LManbHOe yMeHbLIEHNE HaleXKHOCTU M KayecTBa NpeaocTaB-
NeMblX CBEAEHUN B CBA3W C HEBO3MOXHOCTbIO MOSyYeHUs
0O6BbEKTUBHOM CUCTEMHOM UHPOPMAL MU O MHEHUSX, MOTUBAX
M LLEHHOCTSAX PECMOH/EHTOB; BO3MOXHOE CMellleHWe Bbl6op-
KW, CBA3aHHOEe ¢ o6pa3oBaTe/ibHbIM YPOBHEM, COLMANbHbIM
CTaTycom M YOGeAEeHUSMU PEecrnoHAEHTOB (KWUTenu mera-
noninca — KPYMHOro WMHAYCTPUaNbHOro LieHTpa 3anaaHow
Cubupw); NoTeHUMaNbHbIA PUCK MCKaXeHWs MHbopMaLnu,
npeacTaBASeMON PECNOHAEHTAMU NPU 3aNONHEHUN aHKETbI
1 B INYHOM UHTEPBbIO, CBA3AHHbIN C HEBO3MOXHOCTbIO ANd-
depeHUnpoBaTb COBOKYMHOCTb UX IMYHBIX NPEeACTaBNEHNUH,
chOopMMpPOBABLLMXCS MOJ BAUMAHUEM MHAMBWIYaANIbHON cpe-
[ibl U IMYHOTO OMbITa, OT COBOKYMHOCTH JIMYHbIX NpeAcTaBe-
HUI, cOOPMMPOBABLLUXCS NOA BAUSHUEM COLIMyMa.

CTtaTUCTUYECKUIA aHaNU3

Mepy cTeneHu Hecny4yamHOro cornacus BblYUCASAN
Ha OCHOBE 3KCMEPTHOM OLIEHKM, MCNONb3ysa KOIPOULMEHT
KoaHa Kanna. HageXHoCTb MOAEPHU3UPOBAHHOIO (NyTeMm
ajantauuv GopmynIMpoBOK BONPOCOB AN15 BbIGPaHHOM BO3-
pacTHOM rpynnbl) BapnaHTa aHKeTbl OLEHMBaNAW Ha OCHOBeE
onpeaeneHns BHYTPEHHEW YCTOMYMBOCTH, BbIYUCAAS KOID-
duumeHT KpoHbaxa anbda. KoabpuumneHTbl paccynTbiBanm
B nporpamMmmMHom nakete Microsoft 2010 (Python; 6uénuote-
Kun aHanu3a aaHHbix Sklearn, NumPy, Pandas).

3HaYyeHNss KONMYECTBEHHbIX MPU3HAKOB MNPUBEAEHbI
B TEKCTe Kak MeaunaHa (Me), cpegHee (M), MUHUMasbHbIE
M MaKcuUMasibHble 3Ha4YeHus (min, max) U UHTEPKBaPTU/bHbIN
nHTepsan Me (Q4; Q3). CTaTucTuyecKylo 06paboTKy MaTepu-
ana, onucaHve 1 npeacTaBieHne pe3ynbTaToB BblINOAHANN
C NOMOLWbO cePTUOULMPOBAHHBIX NMPOrpaMMHbIX NaKeToB
Stat Soft Statistica 6.13 for Windows n Microsoft 2010
Python.

PE3YJIbTATHI

MpK ocyulecTBNEHUN MNEepBOro 3Ttana WUccleaoBaHUA
nocse KOHTEKCTHOro aHanu3a (C y4eToM peKoMeHaalui
NpWB/IEYEHHbIX HE3ABUCHMbIX IKCNEPTOB — CreLunanucToB
B 061aCTV NCUXMATPUU, MEAULIMHCKON NCUxoTepanuu, Kor-
HUTUBHOMN 1 MEAULIMHCKOM MCUXOMOMMK) BblAENEHHbIE TECTH-
pyemble BapuaHTbl BONPOCOB «HaCKONbKO BaxHO ANs Bac
HaXoAUTbCA C KEM-IMGO B JIMYHbIX OTHOLWEHUAX?» (MOAUDHU-
uMpoBaHHbIM Bonpoc N2 7 aHkeTbl KOM-25 B2 ana aHKeThb
KOMM-25 M2 «HackonbKo Ba)XHO A1 Bac HAaXoAUTbCA C KEM-
NMGO B JINYHbIX OTHOLUEHWUSIX, BKJOYAs 3MOLIMOHASbHYIO

BEPAT MAM He BepsaT. HacKONbKO BaXKHO ANs Bac BO 4TO-
6o BepuTb?» (MoandULMPOBaHHbLIN Bonpoc N2 12 aHke-
Tl KOIM-25 B2 ana aHketbl KOM-25 2 «Bce ntoau BepsT
unu He BepaT B bora. HackonbKo BaxHO ANns Bac BepUTb
B bora?») 6bi1un 06¢yKaeHbl B GOKYC-rpynne pecrnoHaeHToB,
chopmMMpoBaHHOM M3 06LLEN UCCNefoBaTE/IbCKON BbIOOPKH,
W NOATBEPXKAEHA OAHO3HAYHOCTb BOCMPUATUS NPEaSIOKEH-
HbIX GOPMYNMPOBOK AaHHbIX BONPOCOB.

B 6MHapHON CUCTEME 3KCNEPTHOM OLLEHKN TECTUPYEMbIX
BapWaHTOB MO CTEMEHW yaOBAETBOPUTENBHOCTU GOPMYIn-
POBOK 6bI/10 NONYYEHO NOYTH MAEeanbHOE cornacve — Kanna
KoaHa 0,908 (pe3ynbraThl NpeacTaBieHbl B Tab. 6).

Ha BTOpom 3Tane Bce BK/OYEHHble B UccneaoBaHue
pecnoHAeHTbl OAHOMOMEHTHO 3anofHWUAW 4Be aHKeTbl —
KOM-25 B2 n KON-25 2.

Ha TpeTbem 3Tane nocne 3aBeplleHUs aHKeTupoBa-
HUSI MHTEPBbIOEPbLl AETaNbHO BbLICHAAM Y BCEX YYaCTHM-
KOB WCCNefoBaHUs UX MHEHME B OTHOLIEHWW TOro, Kakas
M3 TecTupyeMblx aHKeT 6blna Haubonee npuemnema
4NS pecnoHAeHTa, ¢ 060CHOBaHWEM OTBETOB.

B unHTepBblO nocne 3anosHeHWs aHKeT 60MbWWHCTBO
pecnoHaeHtoB — 301/314 (95,9%) — OTMETWUAM, 4TO alb-
TepHaTUBHblEe GOPMYIMPOBKK «NOTPeboBaNn MeHblue Bpe-
MEHM Ha o064yMblBaHWe OTBEeTa» U «0Kalanncb 6onee Npo-
CTbIMM AN noHumaHus». lMpu atom 304/314 (96,8%)
pPecnoHAEHTOB yKasanu, 4To MOAUDULIMPOBAHHbLIM BapuaHT
aHKeTbl ABnseTcs «6osiee TO4YHbIM» U «60ee NpaBuibHbIM».

PesynbtaTbl MCCnegoBaHUs MCNOb30Banu Aast OLEHKM
BHYTPEHHEN ycTonunmBocTH aHKeTbl KOM-25 2 (pe3ynbrathl
npeacTaBneHbl B Tabn. 7). Okaszanocb, YTO TECTUPYEMbIN
BapuWaHT aHKeTbl MPOAEMOHCTPUPOBAS XOPOLWY BHYTPEH-
HIOK0 yCTONYMBOCTb (@ — 0,901, a, — 0,914) 1 BHYTPEHHIO0
COrnacoBaHHOCTb TecTa (nocnefoBaTenbHOE WUCKIOYeHue
NMYyHKTOB LUKabl COXPaHAET CTabUIbHOCTb 3HAYEHUIM aHKETbI
B AnanasoHe 0,886-0,909).

OBCYXAEHHUE

OueHKa Kak ¢daKTUYeCcKOMW, TaK M MNOTeHUWanbHOM
NPMBEPKEHHOCTU nevyeHuto aeten 12-14 net Becbma
npo6nemMatuyHa, NOCKOJIbKY, C OAHOM CTOPOHbLI, TpebyeT
cornacus He TONbKO PecrnoHAeHTa, HO M ero 3aKOHHOro
npeacrtasutens [8], ¢ Apyron — B CBSAI3M C KpawHen orpa-
HUYEHHOCTbIO BbIGOPaA MHCTPYMEHTOB, NpeAHa3Ha4YeHHbIX
NS JaHHOW BO3pacTHOW rpynnbl pecnoHaeHToB [11, 12].
MHCTPYMEHTbI OLEHKM NOTEHLMaNbHON MPUBEPKEHHOCTH,
KaK M KOMMAEKCHOM OLEHKW MPMBEPIKEHHOCTU (BKAIO-

unn eusnydeckyto 6nm3octb?») n «Bce noau BO 4TO-M6O yalowen, noMMMO J1IeKapCTBEHHOW, MNPUBEPKEHHOCTb
Ta6auua 6. [Nokasatenb Mepbl cornacus onpocHuka KOM-25 2
Table 6. Measure of consent indicator of the QAA-25 G2 questionnaire
AcumnToTHYecKasn Mpu6nusutenbHasa
Mepa cornacusa 3HauyeHue Mpu6nusutenbHaa T
cpefHeKBaapaTUYHas OoWKUGKa 3Ha4YUuMOCTb
Kanna KoaHa 0,908 0,057 15,889 0,000

MHTepnpeTaums: k < O — nnoxoe cornacue; 0—-0,20 — He3HauuTenbHoe cornacue; 0,21-0,40 — oTHocuTenbHOe cornacue; 0,41-0,60 —
ymepeHHoe cornacue; 0,61-0,80 — cywectBeHHoe cornacue; 0,81-1 — no4yTu naeanbHoe cornacue

Ta6nuua 7. KOHCTPYKTHaa BanuMAHOCTb onpocHuKka KOM-25 2
Table 7. Constructive validity of the QAA-25 G2 questionnaire

Anbda KpoH6axa

Anbda KpoHGaxa Ha oCHOBe CTaHAapPTU3UPOBaAHHbIX NYHKTOB

0,901

0,914

UHTepnpeTauua: a < 0,5 — HepocTaToyHas BanuaHocTb; 0,5-0,6 — nnoxasa BanuaHocTb; 0,6—0,7 — cOMHUTENbHaa BanmMaHocTb; 0,7—
0,8 — gocTaToyHas BanuMaHocTb; 0,8—-0,9 — xopowas BaaMaHoCcTb; > 0,9 — o4YeHb xopollas BaanaHOCTb




MEAMLMHCKOMY COMPOBOXAEHUIO M MoaAnbUKaunn obpa-
3a Xu3Hu), kpome KOIM-25, noka n B Poccuun, n B mupe
OTCYTCTBYIOT. KaKk cneacteMe — OTCYTCTBYIOT M paboThl,
NOCBSILLEHHbIE KOMMIEKCHOMN OLLeHKe NOTEHLMaNbHOM Npu-
BEPXKEHHOCTW Nle4eHUI0 NOoAPOCTKOB. YKa3aHHoe aenaet
BbIMOJIHEHHYIO PABGOTYy YHUKaNbHOW, OAHAKO HE NO3BONSET
COMOCTaBWTb NOYYEHHbIE AaHHbIE C APYrMMU HE3aBUCH-
MbIMW UCTOYHUKaMM.

MccnepoBaHve NO3BOAMAO MOJMYYUTb HOBblE AaHHbIE
O Mepe 3KCMEepPTHOro COornacus M HaAeXHOCTU aHKETbI
0N BO3pacTHOW KaTeropuun 12-14 net (oeten mnagwe-
ro NOAPOCTKOBOrO BO3pacTa), O6BEKTUBHO XapaKTepu-
3ytlowmne onpocHUk KOM-25 2 B KayecTBe BalWAHOro
MccnefoBaTeNbCKOro MHCTpyMeHTapusa. KOHCTPYyKTHas
BaNMAHOCTb, XapaKTepuaylouas CnocO6HOCTb MEeTOAMKMU
K GaKTM4eCKOMY U3MEPEHUIO TEOPETUYECKM OBOCHOBAH-
HOro MpM3HaKa, BHYTPEHHSAS COrNacoBaHHOCTb, OTpaka-
lolwas, HaCKONbKO BOMPOCHI, COCTaBAsowMe maTtepuan
Tecta, NOAYMHEHbI OCHOBHOMY HamnpaBfieHW0 M3Mepsie-
MOro KaK L,esloro 1 OpMeHTMpPOoBaHbl Ha U3yYeHne O4HOro
M TOrO XKe SIBIeHNs, NPOAEMOHCTPUPOBASM BbICOKOE Kaye-
CTBO aHKeTbl. 3Ha4yeHns anbda KpoHbaxa CBUAETENLCTBY-
IOT O XOPOLEN KOHCTPYKTHOM U aKTOPHOW BalMAHOCTH,
a pesynbTaTbl 9KCMNEPTHOW OLLEHKM — O MOYTK UaeanbHOM
Mepe cornacums.

YKazaHHoe BMNofiHe corfacyeTcs ¢ paHee ony6aMKoBaH-
HbIMW pe3ynbTaTamMu OLEHKU BanMAHOCTU M HAAEKHOCTH
aHKeTbl KOM-25 B2, pa3paboTaHHOM AN NOAPOCTKOB CTap-
Lwero Bo3pacTta M TeCTUPOBAHHOW B CPaBHEHWUMU C OCHOBHOM
aHKeTon cuctembl KOMM-25 [8].

UccnegoBaHue noarBepanno 060CHOBAHHOCTb MCMOSIb-
30BaHUS ANS OLEHKM MNOTEeHUWaNbHOM MPUBEPIKEHHOCTHU
neten B Bo3pacTte 12-14 net cneumanmanpoBaHHON aHKEThI
KOM-25 2, o 4yem, B 4acTHOCTH, CBUAETENLCTBYET abCco-
NIOTHOEe npeobnajaHve J0NM PEeCNOHLEHTOB, OTMETUBLLMX
B MHTEPBbIO, NPOBEAEHHOM MOC/MEe aHKETMPOBAHMSA, BO3-
POCLUYIO TOYHOCTb, BaXHOCTb M MPaBUIbHOCTb Kak npea-
NOXEHHbIX GOPMYIMPOBOK, TaKk U CaMOW aHKeTbl (BO BCEX
Cny4yasx OTCyTCTBOBaAM NPOMYCKM OTBETOB Ha TECTUPYEMbIE
BOMPOCbI, @ B UHTEPBbIO — 3aMeYaHUs O CII0XKHOCTH, HEMOo-
HATHOCTM NMGO HEOZHO3HAYHOCTU TPAKTOBOK GOpPMyNuMpo-
BOK TECTUPYEMbIX BONPOCOB).

Llenecoo6pa3HocTb MCNONb30BaHUA AN yKa3aHHOM
BO3pacTHOM BbIGOPKK creuuanM3mMpoBaHHOM aHKeThl
KOM-25 '2 noaTBEpPXAAeT U TO, 4TO MPU CPABHUTENBHOM
aHannM3e pe3ynbTaToB He 6bl0 BbIIBNEHO CTAaTUCTUYECKH
3Ha4YUMbIX Pas3nuMyuMii NO BCEM MoKas3aTensm CUCTeMbl
KOM-25 — noTeHuManbHON NPUBEPIKEHHOCTH NEKapPCTBEH-
HOW Tepanuu, MeAULMHCKOMY CONPOBOXAEHUIO, MOANDUKA-
LMK 06pasa KM3HU U MHTEerpanbHOM NPUBEPIKEHHOCTH fleye-
HUto. OgHaAKO Ka4yeCcTBO 3ano/IHEHUS @aHKET pecnoHAeHTamu
cylwecTBeHHo pasnnyanocb — 314/314 (100%) ans KOM-25
2 n 288/314 (91,7%) ans KOM-25 B2. Mpwn atom abcontoT-
HOe GONbLIMHCTBO HEKAYECTBEHHbIX (3aMONHEHHbIX C MPo-
nyckamu) aHket BapmaHTa KOMM-25 B2 oka3anochk y pecnoH-
NEHTOB XeHcKoro nona — 24/26 (92,3%).

C yyeToM paHee ony6/MKOBaHHbIX CBEAEHUI O YYBCTBU-
TenbHocTn (93%), cneundPuyHocTn (78%) M HaAEKHOCTH
(94%) ocHoOBHbIX aHKeT [1, 7] KOI-25 B HacTosllee BpemMs
MOYHO OTHECTU K Hanbonee BbIBEPEHHLIM OTEYECTBEHHbIM
MHCTPYMEHTaM OLEHKM NPUBEPIKEHHOCTH.
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3AK/IIOYEHHME

AHKeTa KOI-25 M2 xapaKtepu3yeTcs xopowen Banuj-
HOCTbIO M 06nagaeT BbICOKOW BHYTPEHHEN YCTOMYMBOCTLIO,
a cofepxaHne u GOPMYIMPOBKM BCEX BOMPOCOB a@HKEThI
a[leKBaTHO BOCMPMHMMAIOTCS ayAUTOPUEN, HAa KOTOPYIO pac-
CUYMTaH OMpPOCHWK. YKa3aHHOe [1eNaeT Liesiecoo6pasHbIM ero
MCMonb30BaHWe ONS OLEHKM MOTEHUMaNbHON MPUBEPIKEH-
HOCTM IEYEHUIO MOAPOCTKOB B Bo3pacTe 12-14 nert.
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MbiweyHas gnctpogus [oleHHa — ogHa U3 Hanbosiee 4acTbiX POPM MbILLEYHbIX AUCTPOGUI feTCKoro Bo3pacTa. 1o pas-
HbIM UCTOYHMKaM, 3a60/1eBaeMOCTb M1oancTpoduer [leHHa oyeHnBaeTcsl Kak 1 Ha 3,5—6 TbiC. HOBOPOXXAEHHbIX Ma/lb-
4YnKoB. B ocHoBe 3ab6os1eBaHns nexxuT mytauusi reHa DMD, Koanpyroujero 6e/10K AUCTPOGUH, MPUBOASLLAS K OTCYTCTBUIO
W HeJoCTaToYHOM QYHKUMKU AncTpoprHa. 3aboieBaHne XxapaKTepm3yeTcs c1aboCTbio MPOKCHUMasbHbIX U NCEBAOIrUNEp-
TPOGUEN UKPDOHOIKHbIX MbILLL|, M B cpegHeM K 11 rogam naymeHTbl TePSIOT BO3MOXHOCTb CAMOCTOSATE/IbHO NepeABUraTbCs
n CTaHOBSITCS Heambyn1aTopHbIMK 60/IbHbIMU. ABTOpamu npeacTaBie€Hbl COBPEMEHHbIE 3MUAEMMNOIOrMYeCKUe fAaHHbIe
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noucka. Ocoboe BHUMaHMe yaeaeHo BOrnpocam Ae4eHus nayneHToB, B TOM YUCE NaToOreHeTUYECKOMY Ie4eHuio, peabu-
AUTaLUMM naLmMeHToB JeTCKOro Bo3pacTa.
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Duchenne Muscular Dystrophy:
Modern Approaches in Patient Management

Duchenne muscular dystrophy is one of the most common forms of childhood muscular dystrophies. Its incidence is 1 in 3.5-6
thousand newborn boys according to various sources. The disease is caused by the mutation in the DMD gene coding the
dystrophin protein, it leads to the dystrophin absence or malfunction. The disease is characterized by proximal muscle weakness
and gastrocnemius muscles pseudohypertrophy. In average, patients lose the ability to walk by themselves by the age of 11 and
become nonambulatory. The authors have present modern epidemiological data and etiopathogenesis features of Duchenne
muscular dystrophy, and have described clinical signs of different disease stages. The algorithm and key points of differential
diagnosis are indicated. Special attention was given to the patients’ management: pathogenetic treatment and rehabilitation of
pediatric patients.

Keywords: Duchenne myodystrophy, hereditary diseases, cardiomyopathies, pathogenetic therapy, rehabilitation, children
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ONPEAENEHUE

Mporpeccupytollan Mbllie4yHas AMCTpPoduUs (MUMOANCTPO-
dua) AioweHHa (OMIM #310200) — aTo HacneAcTBEHHOE
X-cuenneHHoe HepBHO-MbllleYyHoe 3abofieBaHue, Bbl3BaH-
Hoe MyTauunen reHa DMD, Kogupytouwero 6e10K AUCTPOdUH,
npuBOAsLIEE K OTCYTCTBMIO MM HEOAOCTAaTOYHOM YHKLMK
ancTpoduHa. OGbIYHO NopaxKaeT Masib4MKOB B AETCKOM BO3-
pacTte. OHO XapaKTepu3yeTcss cnaboCcTbio MPOKCHMMasbHbIX
M nceBgorunepTpodmren MKPOHOXKHbLIX MbIlL,. B cpeaHem
K 11 rogam naumeHTbl TePSOT BO3MOXHOCTb CaMOCTOSTE b-
HO MepeaBUraTbCa U CTAHOBATCA HeaMOByNnaTOpPHbIMU 60J1b-

HblMKU. CMepTb 06bI4HO HacTynaeT K 20 rogam BcieacTeue
KapamMopecnupaTopHbIX OC/IOXKHeHuM [1-3].

KnnHunyeckn BblgensioT 2 GOopMbl: MPOrpeccupyioLyto
MmuoaunctTpooduto AroweHHa (MAL) v nporpeccupytoLLyto M1Mo-
auctpoouio bekkepa (MAB). M4 — Haubonee Taxenas
dopma ¢ MaHudecTauuen B Bo3pacTte 2-5 neT u npo-
rPECCUPYIOLLMM 3/10KA4YEeCTBEHHbIM TevyeHneM (popmMupo-
BaHWEM BS/IbIX Mape30B, Napannyen U KOHTPaKTYp MbILL,
ob6esaBuKeHHocTH). MAb — po6pokayecTBeHHas dopma
3aboneBaHusa ¢ no3gHnm aebotom B 10-20 neT 1 MeaneH-
HbIM NPOrpeccnpoBaHMeEM CUMNTOMOB MblLLEYHON CNaboCTH



C COXpaHEeHWeM CMOCOBHOCTM K CaMOCTOATENbHOM xoabbe
B TedeHne 15-20 net oT Havyana 3aboneBaHua [4].

3TUONIOTUA U NATOTEHE3

B ocHoBe M v MAB nexut mytaums B reHe auctpodu-
Ha DMD, npuBogsiuas K passutuio gebumumta n/mnu Hapy-
WeHnto GyHKLMM OAHOMMEHHOro 6enka. O6bI4HO MyTauwms
ABNAeTCs HacNeACTBEHHON, B TPETU Cly4YaeB — CMOHTaHHOM
(de novo). T'eH anctTpodunHa — OANH M3 caMbliX 60/bLUNX FEHOB
yenoBeKa — COAEPHKUT 79 aK30HOB. Cpean MyTaLui B Npu-
MepHO 65% cny4yaeB BCTpeYaloTCs KPynHble eNeLnmn; OKono
10% MyTauui npeacTtaBieHo AynavKauusamKn, a ocTanbHble
cny4yau — TOYEYHbIMU M MafbiMU MyTaLUAMM, U3 KOTOPbIX
10-15% — HOHCeHc-MyTaumu (cTon-myTtaumm) [5].

benok guctpoduH yyacTyeT B paboTe CKENETHbIX MblLLL,
AblXxaTeNbHOW U cepaevyHO-COCYyANCTOM CUCTEM — CBSA3bIBA-
€T BHYTPEHHWI LIUTOCKENEeT C CapKo- U AUCTPOrIMKaHaMu
B MeMbpaHe W BHEK/JETOYHOM MaTpuKce, obecneynBaet
MEXaHWYECKYI0 U CTPYKTYPHYIO CTabUIbHOCTb MeMOGpaHbl
MbILEYHbIX BOIOKOH NPKU MX COKpaweHnn. JUcTpoduH Tak-
e ABnseTcs amopTudaTopom, obecneynBalowMM Bo3Bpa-
LeHWe MblWLbl B UICXO4HOE COCTOSIHME MOCNE COKpaLLEeHUS.
Mpun nporpeccrMpoBaHnmn 3ab6oneBaHns MblleYHble BOJIOKHA
3ameultatotcss GUOPO3HON U KUPOBOM TKaHblO. M30dopMbl
6enKa gucTpodurHa ¢ MeHblUEN MOJIEKYSIIPHON Maccon yya-
CTBYIOT B paboTe pas/inyHbiX OPraHoB M CUCTEM, 3a4eNCTBO-
BaHbl B paboTe KNeTok Mo3ra [6, 7].

SANMUAEMHONIOrUA

[To pa3HbiM UCTOYHMKaM, 3aboneBaemocTb M/ oue-
HMBaeTcq Kak 1 Ha 3,5—6 TbiC. HOBOPOXAEHHbIX Mabyu-
KoB [8]. Mo Hanbonee akTyanbHbIM Hay4YHbIM JaHHbIM, 06 LLE-
MupoBas 3aboneBaemoctb M/ coctaBnser 1 Ha 5 TbiC.
HOBOPOXAEHHbIX ManbynKkoB [9-11]. 3aboneBaemMocCTb
M/B oueHnBaeTcs Kak 1 Ha 20 TbiC. HOBOPOXAEHHbIX Masb-
ynkoB [9-11]. AaHHble no 3aboneBaeMocTn B Poccuinckom
degepaumn Ha JaHHbIM MOMEHT OTCYTCTBYIOT.

OCOBEHHOCTU KOAUPOBAHUSA

Mo MEXXAYHAPOJHOW CTATUCTUYECKOM

KJIACCU®UKALIUM BONNE3HEN U NPOBJIEM,

CBA3AHHbLIX CO 3JOPOBbEM

CornacHo MKB-10, 3a6oneBaHune oTHOCUTCH K Knaccey VI,
60ne3HAM HepBHOM cucTeMsbl, «G71.0 MMepBUYHOE MopaXKe-
HUE MbIWL (MbllleYHas gucTpodus)».

K/NIACCUDOUKALUA

M/ 0THOCHUTCS K rpynne NOSCHO-KOHEYHOCTHbIX MblLleYy-
HbIX AMCTPODUIN, XapaKTePHUIYIOWMXCS NPENMYLLECTBEHHbIM
nopaXeHMeM MPOKCUManbHbIX OTAENOB BEPXHUX U HUKHUX
KOHEYHOCTEN. B 3aBMCMMOCTM OT NPOrpeccnpoBaHns CUM-
nTomMaTuKku Bbigensatot 5 ctagun MAA.

1-9 cTtaguag — OGeccUMNTOMHas (AOKJMHUYecKas).
Ha 3Ton ctaguMn gnarHo3 mMoxKeT ObiTb 3anofo3peH B CAy-
Yae onpepgeneHnsa NOBbIWEHHONW aKTMBHOCTU KpeaTuHOC-
doKkunHasbl (KPK) B KpoBM, HEOOBLACHMMOrO MOBbILIEHNUS
YPOBHS TpaHcamuHas (anaHuHamuHoTpaHchepasbl (AJT),
acnaptataMuHoTpaHcdepasbl (ACT)) UAK Hanuuma crnyyvaes
3a60/1eBaHNs B CEMENHOM aHaMHe3€e U YCTaHOBEH nocne
npoBeeHUs MONEKYNSPHO-reHETUYECKOr0 UCCNeaoBaHus.

2-9 cTagus (paHHaa ambynaTopHas) — COXpaHeHa cno-
COBHOCTb K CaMoCTOATeNIbHOMY NnepeaBuKeHuto. Ons aTon
CTajMn XapaKTepHbl cneaylolmMe CMMNOTOMbI: HapacTato-
Wwas MblweyHas cnabocTb, ObiCTpas yTOMASEMOCTb, YacTble
nageHus, ncnonb3oBaHWe npuvema foBepca npu nogbeme
M3 MOMIOXKEHUIN CUAS W NeXa, UBMEHEHME MOXOAKM MO Tumny
«YTUHOW», XOXAEHME Ha HOCKaxX, NnceBaornnepTpodms MbiLuLy
roneHen. CnocobHOCTb NogbEMA MO CTYNEHAM COXpaHeHa.

3-9 cTagusa (no3aHsasa ambynaTtopHas)) — COXpaHaeT-
Csl CNOCOBGHOCTb K CaMOCTOSTENIbHOMY MepPeaBUIKEHMIO,
HO OTMevaeTcs HapacTaHue BCeX CMMMTOMOB 2-M cTaguu
(HapacTaloT TPyAHOCTHU Npu xoabbe, yTpadymBaeTcs cnocob-
HOCTb NoAbema No CTYNeHsM v ¢ nona).

4-9 cTagus (paHHSas HeambynaTopHasa) — yTpayuBaeTcs
CMOCOBHOCTb CaMOCTOATENbHO MepeaBuratbCs, Ana nepe-
ABWXKeHna TpebyloTcs chneuuanbHble cpefctsa, pas3BuBa-
€TCS CKOSINO3, COXPaHSeTCs ABUraTeibHas akTUBHOCTb PYK.

5-a cTtagua (No3aHAa HeambynatopHasd) — QYHKUMK
BEPXHWUX KOHEYHOCTEW OrpaHuMYyeHHbl, TPYAHO YAEpXKMBaTb
NnoNIoXKeHWe Tena, HapacTalT cepheyHas W AablxatenbHas
HegocTaTo4HOCTh [1, 2, 12].

KJIMHUYECKAA KAPTUHA

bonbwrHCTBY ManbyinkoB avarHo3 M/ yctaHaBnuBa-
€TCS TONbKO MpW MOSIBNEHUM NEPBbIX MPU3HAKOB 60ne3HU
nocsne nepuoja OTHOCUTENIbHOMO MOTOPHOIO 6aarononyyus.
B aToT nepuog (Ao 2—3 NeT KMU3HWU) NPOUCXOAUT UHTEHCHB-
HOE ecTECTBEHHOE pa3BUTHUE CKENETHbIX MblLUL, Npeobnaga-
louee Hag AMCTpodUYecKMMM npoLeccamu, B CBA3U C Yem
CUMNTOMbl 60/1€3HU OObIYHO BbIPaXKeHbl HE3HaYUTENbHO
UM Mx obHapy»KeHue TpebyeT yrny6neHHOro W TwaTenb-
HOro noucka. OgHako nNpu TwaTelbHOM OCMOTpe M cbope
aHamMHe3a Ha 3ToM cTaguuM 60NEe3HM 4acTo BbiBAAETCSH
3aepKKa peyeBoro 1 MOTOPHOro pa3euTus. Pe6eHoK nos-
€ HayuHaeT AepxKaTb ronoBy, CaMOCTOATENbHO CUAETb
n xoauTb. Mpn MO/ AeTy 3a4acTyto Ha4YnHAIOT XO4UTb B BO3-
pacTte 18 mec u cTapuie. TaKxe cny4yanHoW HaxoaKom MOXeT
ObITb 6eccMMnToMHOEe noBbiweHne KPK u TpaHcamuHas.
MoBbiweHne KK (B AeCATKM U farke COTHM pas) Habnoaa-
eTCs cpa3y Nocne poXAeHUs MafibinuKa U Ha amOBynaToOpHbIX
cTagusax 3aboneBaHWs M JOMMKHO paccmaTpuBaTbCs Bpa-
4YOM KaK oAHO3HayHblM noBoj 3anogo3puts MAL w npo-
BECTU [albHeWwune uccnefoBaHus 409 MNOATBEPKAEHMS
WAN UCKNtoveHua 6onesHu. MosbiweHne ANT u ACT (Tak-
e 4acTo B AeCATKM pasd) U naktatgerngporeHassl (J14I0)
(B HECKONbKO pagd) umeeT npu ML MbileyYHOoe, a He neye-
HOYHOE MPOUCXOXKAEHHE.

Ha paHHeln ambynatopHon cTagum (06bl4HO ¢ 3—5 neT)
HabnogaloTcs cneayolmne Knaccuyeckue npusHaku MA4:
HapacTalouwas MbllweyHas cnabocTb (60/blie B MPOKCHU-
MallbHbIX OTAEeNax PYK W HOT), CHWXXEHWEe ToNepaHTHO-
CTM K HarpysKkam, 6bicTpas yTOMASEMOCTb, HEYKIIOXECTb,
YyacTble NageHuns, 3aTpyaHeHns Npu nogbeme no NecTHULE.
Mpu noagbeMe U3 NONOXKEHUSA CUAA HA MONY UM Ha KOPTOY-
Kax nauueHT ucnonbadyeT npuem foBepca («nogbem neceH-
KOW» — onupaeTcs pyKaMun Ha cO6CTBEHHbIe 6eapa, NoMo-
ras ce6e NOAHATLCS B BEPTUKANIbHOE NOMOXKEHME), NOXOAKa
CTaHOBMWTCA NepeBanuBalowencs (Tak Ha3blBaeMas «yTu-
Has NOXoAKa»). XapaKTEPHO XOXAEeHWe Ha HOCKax Mau nogy-
Wweykax nanbuesB Hor. [pn ocMOTpe MOryT 06HapyKMBaTb-
csl nceBAorMnepTpodus MbllWL, roneHen, «KpblloBUAHbIE»
nlonaTtku, rMNepaopao3 NOSCHUYHOro OTAeNa NO3BOHOYHU-
Ka, CHUXKEHWE CYXOXWJbHbIX pedeKCoB M TOHYCa MbILL,.
Ha aton ctagumn (B 3—-5 net) yke B 5% cny4yaeB MOXKHO
06HapYXWUTb NOparkeHne cepaevHon MbllwLbl (KapAMOMKO-
naTtus) B BUAe CUCTOIMHECKON MUOKapANanbHON ANCHYHK-
uMn (CHWKeHune dpaKkunm BbiGpOCa NEBOro Kenyao4vka
MeHee 55% B uccnegoBaHuu no Tenxronbly) [13]. Mpun aTom
pasmep N1eBOro XKenyaoyka, Kak npaBuio, HE YBENUYEH.
Ha anekTtpoKkapauorpamme (IKI) BbIABAAIOTCS TaxMKapans
B AHEBHOE M HOYHOE BpeMms, yKOopoyeHue mHTepBana PQ,
NPU3HAKM NOBbIWEHNS INEKTPUYECKON aKTUBHOCTH NpaBo-
ro enygoyka (3ybeu, R > S B otBeaeHuax V1-V2), a Takxe
yBenuyeHne amnautyabl 3y6ua Q B otBeaeHusx lll, aVF,
V5-V6 [14-25].
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KJIMHUYECKUE PEKOMEHAALUUU

Ha nosgHen ambynatopHoW cTagum €nabocTb MbluL,
HEYK/I0HHO nNporpeccupyeT. Xoabba CyLLeCTBEHHO 3aTpyaHS-
eTcsl, yBeNninBaeTcs runepnopao3 no3BOHOYHUKA, GopMU-
PYIOTCA KOHTPaKTypbl (OAHMMMU U3 NEePBbIX NOSABASIOTCS KOH-
TpPaKTypbl rONEHOCTOMNHbIX cycTaBoB). B Bo3pacte 6-9 net
KapanMomuonaTtus B BUAE CUCTONMYECKOW MUOKapAMaibHON
AMCOYHKUMK BbisiBnseTca yxe B 18% cnyyaeB. CornacHo
peKkoMeHAaumnsaM, He06X04MMbl eXerofHas oLeHKa CoCTos-
HMS cepaua, HasdHavYeHMe MHIMOUMTOPOB aHrMOTEH3UHMNPEB-
pawatowero dpepmeHTta (AMdP) nnu aHTaroHNCTOB peLenTo-
POB aHrMoTeH3nHa Il K MOMEHTY AOCTUMKEHUS MaLMEHTOM
Bo3pacTa 10 net [14, 15, 25].

PanHaa HeambynaTopHas CcTaaus XapaKTepusyetcs
yTpaTton CnocOBGHOCTM CaMOCTOSTENbHO NepeaBuratbes,
pebeHOK BbIHYKAEH MNOMAb30BATbLCA KPECIOM-KOMSACKOMN,
KOTOPbIM MOXET YyNnpaBisiTb CaMOCTOSTENbHO, NOKa coxpa-
HeHa ABwuratefnbHas aKTMBHOCTb PyK. lporpeccupoBaHue
60ne3HM NPUBOAUT K GOPMUPOBAHUIO CrnbaTteibHbIX KOH-
TPaKTyp KONEHHbIX, Ta306eApEeHHbIX M NIOKTEBbLIX CyCTa-
BOoB. ®opmuUpyeTCs BblparKEHHbIM S-06pa3Hbiit CKONMO3.
HauyunHaloT pa3BuBaTbhCs cepaeyvHas u neroyHas HegocTaTou-
HoCTb. B Bo3pacTe 10-13 neT n3-3a CHUKEHUA GU3NYECKOM
Harpy3ku (B nepsyto o4yepedb M3-3a yTpaTbl CMOCOGHOCTU
K CaMOCTOSITE/IbHOM XoAb6e) CHUaeTcqd Gpu3nonormyeckas
Harpy3ka Ha MMWOKapa. KapavomuonaTus B BMAE CUCTO-
JINYECKON MWOKapauanbHON AWCPYHKLMM Ha 3TOM CTaauu
60ne3Hu BbigBNseTcs B 18% cnydvaes [14-25].

Ha nosgHen HeambynaToOpHON cTaamMu GyHKLMSA BEPXHUX
KOHEYHOCTEeN nocTeneHHo yTpaduBaetcs [3, 8, 26]. Ewe
60/blUe HapacTaloT cepaeyHas u nerovyHas HeJoCTaTOYHOCTb.

dnbpo3 cephLa NPUBOAUT K Pas3BUTUIO AMNaTaLMOHHOM
KapAnoMUOoNnaThK, HapyLIEHUIO pUTMa 1 NPOBOAUMOCTH MUO-
Kapaa. HYacToTa BblIBNEHWUS KapgMomuonaTum yBenuymMBaeT-
cs no 38% B Bo3pacTe 14 net, 0o 57% — B 15 net, a y nuu
cTaplue 18 net — yxe 6onblue Yem B 61% cnyyaes [27, 28].

CepaeyHass natonorus MOXeT [JOAro npoTeKkaTb cy6-
K/IMHMYECKM (6e3 FBHbIX CUMNTOMOB CepAedHOW HeaocTa-
TOYHOCTM), MOCKOMbKY MPU3HAKKU XPOHMYECKOM CepaevHOwn
HefocTaTo4HOCTM cTaauu IIA 3aMeTHbl TONbKO npu GU3K-
YEeCKOW HarpysKke, HO Ha HeambynaTtopHoW cTaguu 60b-
HOM He MoXeT cebe MNOo3BONUTb GUIMYECKYIO Harpysky,
Heob6Xxo4MMYI0 ANS MPOSIBNEHUS CepAaevYHOW HepocTaTou-
HocTu. Mo mMepe nporpeccMpoBaHnst 60Ne3HN y nauueHTa
NosIBNSETCS BblpaXKeHHas Taxukapausa, ganee MoryT npwu-
COEAMHATLCSA OTEKM, AUCMHOI (BpemMS MOSIBAEHUS KOTOPOro
3aBUCUT OT COCTOSIHUS AblXaTeNbHbIX MblWL). [pK KpuTHnye-
CKOM CHUXeHun dppaKumm Bbibpoca (PB << 35%), a Takke
Ha doHe GUBPO3a NEeBOro *Kenyaoyka pas3BMBalOTCA aHa-
capKa, acuuT, BblparKeHHasa cnabocTb M Taxukapausa [14-—
25]. B aTux cnyvyasix Ha N1to60M aTane MoryT NpUcoeanHATLCA
HapylweHus cepaeyHoro puTMa pasiMyHoro xapakrepa [14].

MopaxkeHne Nerkmx NPUBOAUT K XPOHUYECKUM pecnupa-
TOPHbIM MHbEKUMAM Yy Bcex nauueHToB. C notepen amby-
NTAaTOPHOCTU U3HEHHast eMKOCTb Jierkux (XKEJT) HeyKnoHHO
ymeHbluaeTcd — Ha 8—12% B roa. Y 60/blUMHCTBA 60/bHbIX
o6HapyxunBaeTcs 06CTPYKTUBHOE anHo3 cHa [29].

Y 30% nauveHToB HabGMOAATCA WMHTENNEKTyalbHble
HapyLweHWsl, 0COBEHHOCTU HeMpopas3BUTUS, ONepaTUBHOM
namaTtn u noseaexus [30, 31].

OcTeonopo3 BcTpeyaeTcs y Bcex ageten ¢ MAJ v BbisSiB-
NnfeTcs Toraa, Koraa ManbyvKu elle cnocobHbl K CaMoCTOS -
TenbHOMY nepeasukeHuto. C BO3pacToM MAOTHOCTb KOCTEWH
NPOAOMKAET CHMXKaTbCA. [epenombl TpyGYaTbiX KOCTEN, CBSI-
3aHHble C OCTEOMNOPO30M M YacTbiMKM MafeHUsIMK, BCTpeYa-
toTCs YacTo, NpuéAn3nTensHo y 21-44% nauveHToB [32, 33].

Y 60nbHbIX ¢ M1/l 4acTO 6GbIBAIOT OC/IOKHEHUS CO CTOPO-
Hbl }K€NYA04YHO-KMLLEYHOr 0 TpaKTa 1 NpobieMbl C NUTAHKEM,

KOTOpble MPUBOAAT K AucHanaHcy nuTaTenbHbIX BELWECTB
W YKWMAKOCTKU, NoTepe unu, HaobopoT, Habopy macchl Tena.
Ha nosgHen ctagvn 3aboneBaHus NosBASKOTCS Ancdarus
N KOHTPaKTypa HUXKHEN YeNntocTu.

B cBSI3W C perynspHbiM NPUEMOM KOPTUKOCTEPOUAOB
CUCTEMHOrO AENCTBMA Y MHOTMX NauMeHTOB pa3BMBalOTCH
TaKkne HexenaTesbHble SBEHUS, KaK HapylleHus pocTa
M MOMOBOr0 CO3pPEBaHMUSA, HaAMOYe4YHWKOBaAs HeLOoCTaTou-
HOCTb, HapyweHWe TONEePaHTHOCTU K MIOKO3e M CaxapHblIn
avabeT 2-ro Tuna, apTepuanbHas rmMnepTeH3ns, ycuneHue
ocTeonopoda, ¢opMnpoBaHMe KaTapaKTbl. Bce nepeywuc-
fleHHble HapylweHus TpebyloT o0653aTeNbHON KOpPeKLUn
n HabnogeHUs y NpodubHbIX CneunanncTos.

B 6onbwuMHCTBE cnyd4aeB cMepTb nauyueHtos ¢ ML
HacTynaeT OT CEpPAEYHOM W AblxaTeNbHOM HeLOCTaTOYHO-
CTW B KOHLIE BTOPOro — cepeavHe TPeTbero AecATUNeTus
WU3HWU. TeM He MeHee, CBOEBPEMEHHOE Ha3Ha4YeHMe KOpPTH-
KOCTEPOUAOB CUCTEMHOIO AENCTBMSA, NPOBEAEHME Perynsap-
HbIX peabuanTaLMOHHbIX MEPOMNPUATUI, CBOEBPEMEHHLIN
KOHTpONb paboTbl CepaedYHO-COCYAUCTOM W AblXxaTeSbHON
CUCTEM, MOSIBNEHWE NaTOreHeTMYECKUX METOA0B Tepanuu
NO3BONSAOT CErOAHA 3HAYUTENbHO YBENUYUTb MPOLOIKM-
TENbHOCTb U KA4€CTBO XWU3HKM NauuneHTos ¢ MAA.

MAB saBnsetcsa 6onee [oOpoOKavyecTBEHHOM GopMoK
6one3HU. [1e6loT HabnogaeTcs 3Ha4YUTENbHO MO3XKe, B BO3-
pacte 10-20 net. 3ab6oneBaHMe NPOrpeccupyeT MeaeHHo
W pefKo NPUBOAMT K MHBanuan3aunu o 40 net. UHTennekr
npu MAB 06bI4HO coxpaHeH. [Mpn MB xapakTepHo nopaxe-
HWe MWOKapaa v pa3BuUTUE rMnepTpodUYecKon unu gunata-
LIMOHHOW KapamMomuonaTtum (o 50% cnydaes) [4].

MpuénnautensHo B 8% nposisneHns ML moryT Ha6nto-
[LaTbCl Y KEHLMH — HocuTenen 4edeKTHOro reHa. 310 MOXKeT
NPOUCXOANTb B pe3y/bTaTe Taknx HapyLlweHWN, Kak TanoHn3a-
LMs (MHaKTMBaLMSA) XPOMOCOMbI X, NPKW MOJTHOM UM MO3aUYHOM
dopmax cuHapoma LLepeweBckoro — TepHepa. KnnHuyeckue
NposiBNIEHNS 06bIYHO AeBIOTUPYIOT B NEPUOA FOPMOHabHbIX
nepecTpoeK, TakMx Kak 6epemMeHHOCTb, Hayano MeHcTpya-
LMK, KNnMMaKc. 3aboneBaHue y KeHLWmH 06bl4HO NpoTeKaeT
B 3HA4YMUTENbHO 60/1ee MArKom Gopme, 4em y My>K4uH. [Tommmo
MbILEYHON cnabocT, AOCTAaTO4YHO YacTo MOryT HabngaTb-
CSl HapYLIEeHUs CO CTOPOHbI CepaevyHO-COCYANUCTON CUCTEMBI,
TaKMe KaK HapyleHWs CepaeyHoro putma, pasButue guna-
TaUMOHHON KapauomuonaTtun [34]. OCHOBHblE CHUMMNTOMbI
MuoamncTpodun [oweHHa npeactaBieHbl B Tab. 1.

OnddepeHunanbHaa auvarHoctuka MA4/MAB nposo-
AWTCS CO BCEMU 6ONE3HAMM, OCHOBHbLIM KITMHUYECKUM MpPo-
fIBleHWEeM KOTOpbIX SBASETCs MbllleyHasa cnabocTtb [19, 35].
lMepeyeHb OCHOBHbIX 3abofieBaHWM, NpeacTaBASAOWMX
cobon auddepeHymanbHbii guarHo3 npu MAA/MAB, npea-
cTaBfeH B Ta6. 2.

AUATHOCTUKA

O6palwaem BHWMaHWE, 4TO, COrnacHo TpebGoBaHWUAM
K pa3paboTKe KIMHMYECKWUX PEKOMEHAALMN, K KarKao-
My Te3UCy-peKoMeHJauuMmM HeobXoAMMO YyKasbliBaTb CUIY
peKomMeHaaLnn 1 JoKasaTenbHyto 6a3y B COOTBETCTBUM CO
lIKanamMu OLEHKM YPOBHSI AOCTOBEPHOCTW AOKa3aTeNbCTB
(YOL4) n ypoBHA ybeauTenbHocTu perkomeHpauunn (YYP).
Ona mHorux TeamcoB YYP v YA/ 6yayT HU3KMMU NO NMpUYrUHe
OTCYTCTBMSA MOCBSIWEHHbIX UM KJIMHUYECKUX UCCNeaoBaHUM
BbICOKOr0O AM3ailHa. HeB3npas Ha 370, OHU ABNSAIOTCHA HEOO-
XOAMMbIMW 3n1eMeHTaMKn 06¢ceaoBaHMsa NaumMeHTa ang ycra-
HOBEHUS InarHo3a U Bbibopa TaKTUKKN NEeYEHNS.

OuarHo3s MA4/MAE ycTtaHaBnnMBaeTcsd Ha OCHOBaHWM
COBOKYMHOCTW A@HHbIX:
® aHaMHECTUYECKMUX;
®  KJIMHUYECKMUX;



Ta6nuua 1. OCHOBHblE CUMMNTOMbI MUOAUCTPODUK [ltoleHHa °

Table 1. Core symptoms of Duchenne myodystrophy

MpusHak

Yacrora, %

MUonaTu4ecKasa noxoaka

Mporpeccupytowas MblleyHas cnabocTb

C NPENMYLLECTBEHHbIM NOPaXKEHNEM
NPOKCUManbHbIX OTAENOB, CHUXEHWE
MOTOPHOM aKTUBHOCTH, CNaboCTb B HOrax
6onblle, 4eM B pyKax, ncesgoruneptpodus
MKPOHOMXHbIX MbILLL, CHUXKEHUE CYXOKMUbHbIX
pedneKcoB, NONOKNUTENbHbIE NPpUeMbl [oBepca,

100

MoBbiweHne ypoBHa KOK

100

COXPaHHbIV UHTENNEKT

HopmanbHoe ncuxopeyeBoe pa3BuTue,

96

HapyleHuns abixaHus, YacTble pecnupaTopHble
MHPEKLMM, AblxaTeNbHasa HEAOCTaTOYHOCTb,
OUCMHO3 NpY GU3UYECKOM Harpy3Ke,
06CTPYKTUBHOE anHO3 BO BPEMS CHa, OPTOMHO3

25-40 .

Noppaos, Kndo3s 1/mam CKoIMo3

9-25

YMepeHHas renatoMeranus

no16 °

COHNMBOCTD, yTOMNAEMOCTb

no8

MpumeyaHne. KOK — kpeatnHdochoknHasa. °
Note. CPK (KPK) — creatine phosphokinase.

pesynsTaToB 1a6opaTopHOro MccneaoBaHua (6UOXUMU-
YECKOro U MOJIEKYIIPHO-TEHETUYECKOro aHanuaa).
K Bonpocam anddepeHLUmnanHon AnarHoCTUKRKU cneayet

noaxoAnTb 0c060 BHUMATENLHO (CM. Tab. 2).

Kputepuu yctaHoBneHUs auarHo3a u COCTOSIHUA

[narHo3 ycTtaHaBAMBAETCA Ha OCHOBaHWW pea3ynbTa-
TOB MOJIEKYNSAPHO-TEHETUYECKOrO 06Cef0oBaHna B clyyae
BbISIBJIEHUS NAaTOreHHbIX BapuaHToB B reHe DMD.

HanoGbl U aHamMHe3

Mpn c6ope aHamHe3a U Xanob cnegyetr 06paTUTb BHU-

MaHue Ha:

6ecCcMMMNTOMHOE MOBbILWEHWE aKTMUBHOCTU TpaHCaMUHA3
(ANT, ACT) n K®K, AT B cbiBOPOTKE KPOBY;

3a/lepKKy MOTOPHOrO M Pe4YeBOro Pa3BUTHUS;
nceBAoOrMNePTPOdUIO MblLLL, FONTEHH;

MOBbILLIEHHYIO YTOMIIEMOCTb (CHUXEHWE BbIHOCIMBOCTH);
YyacTble NaAeHUst U HEYKIIOKECTb;

M3MeHeHWe naTTepHa NOXOAKMK;

TPYAHOCTH NPU NoabeMeE Mo NECTHULLE;

CNOXHOCTW BbINOSIHEHUSI OObIYHbIX MOTOPHbLIX 3ajaHui
(npucenaHusa, 6er unuv npeofoneHne MnpensaTcTBuin),
Hecnocob6HOCTb MpbiraTh;

Mcnonb3oBaHWe BcnomoraTtenbHbiXx npuemoB loBepca
npv NogbeMe ¢ Nona;

Ta6nuua 2. OcHoBHble 3a6oneBaHusa Ana audodepeHumnanbHOro AuarHo3a MuoaucTpodumn oleHHa
Table 2. Major diseases for Duchenne myodystrophy differential diagnosis

Tun HapyweHus

AnarHos

OCHOBHbI€ CXO0XHWe CUMIMTOMbI

BocnanutenbHas muonatus

NMonnummosnt
Muosut

MocTeneHHO pa3BuBatowWascs cnabocTb Mbilll,
nosblweHne KK

BpoKAeHHbIEe CTPYKTYPHbIE
MuonaTtuu

HemanuHoBas muonaTtus

BonesHb LeHTpanbHOro CTEPKHS

U MyNbTUCTEPKHEBASA MUONATUS
LleHTpoHyKNeapHasa muonatus
MwuonaTus ¢ rmanuHOBbIMKU TeNbL,aMK
Mpoyne BpoXKAEHHbIE MMONATUK

MblweyHas cnabocTb, FTMNOTOHWUSA NPU HOPMabHOM UK
yMEpEeHHO NoBblWeHHOM ypoBHe KPK, Hanuymm ckeneTHbIx
HapyweHun

BpoxaeHHble MbllleyHble
ancTpodum

Mepo3uH-geduunTHas

BonesHb Ynbpuxa

BonesHb betnema

BTopuWyHblE AMCTpOrNMKaHonaTum

Mblwe4yHas cnabocTb, BblpaXKeHHas rmMnoToHus,
NnoBblWeHHbIN ypoBeHb KPK — nHOrga BbICOKWIA, Hannyne
CKENETHbIX HapyLIeHWI

KOHEYHOCTHO-MosICHbIe
MblleYHble ANCTPODUM

dopMbl C ayTOCOMHO-AOMUHAHTHbLIM TUMOM
HacnepoBaHus (LGMD1A-H)
dopMbl C ayTOCOMHO-PELLECCUBHBIM TUMOM
HacnepoBaHus (LGMD2A-Y)

MpenMyLLeECTBEHHO NPOKCMManbHas cnabocTb

MblLLILL KOHEYHOCTEN, BbicoKkMe undpbl KPK, yacTto
pa3BuTHE NceBaorMnepTpoodui, NnoTeps BO3MOXHOCTH
CaMOCTOATENIbHOMO NEPEBUKEHUS HA BTOPOM JECATUNETUN
YKW3HW, Pa3BUTME KapanomuonaTuu

MeTabonuyeckas mmonaTtums

nukoreHos Il Tuna, nosaHasa dopma (aebloT
nocne 1 roga)

YacTo fe6toT B AOLWKObHOM BO3pacTe, MpenMyLLeCTBEHHO
NpoKcHMMasbHas cnaboCcTb MblLUL, KOHEYHOCTEN, pa3BUTHE
OblXxaTeNbHbIX HapyLweHW, BbICOKNE Lndpbl KOK

MeTabonuyeckme mmonatumn
(mpyrue)

ukoreHoassl llla, IV, V n VIl Tunos
MwuTOoXOHAPHUaNbHbIE MMONATUK
Huposble Mmmonatum

[MnoToHMs, renaTtomeranus y aeten, cnabocTb MblLULL,
YTOMNSEMOCTb, CHUXEHME YCTONYMBOCTH K Harpy3kam,
nosbiwexHne KPK

BonesHn MoTOHEWpPOHa

CnuHanbHble MbllweyHble atpodun, Tun 1l n il
Bynb6ocnmHanbHas ammoTpodus (6onesHb
KeHHeaw)

BoKkoBoW aMnoTpodUYECKN CKNEepo3

CnabocTb MbllIL, HAPYLIEHWE [bIXaHUs, aTPODUSA MbILLLL,
BO3MOHO HEGONbLIOE NoBbIWeHNe KOK

BonesHu HepBHO-
MblLLEYHOM Nepeaayu

MwuacTeHus rpaBuc
BpoaeHHble MUACTEHUYECKUE CUHPOMbI
CuHapom Jlamb6epTa — UToHa

HapylweHus gbixaHus, cnabocTb MblLWL, yTOMASEMOCTb

ACMMNTOMHOE MOBbIWEHKE
KPK

BTopuyHas muonaTus, BKo4as
NNeKapCTBEHHYO

MNoBbiweHne KOK

MpumeyaHmne. KOK — kKpeaTnHpochoKknHasa.
Note. CPK (K®K) — creatine phosphokinase.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

° xoAb6y Ha nanbuax;

® CHMWXXEHMWEe MbILIEeYHOro TOHYCa;

®  CHMWXEHMWEe UK OTCYTCTBUE CYXOXKMU/bHbIX pedIeKCOB;

e 6071 B MbllLAX;

® 00/ B ClUHE;

® 3KBMWHYCHYIO YCTAHOBKY CTOTT;

® yTpaTy HaBblKa CaMOCTOSITENIbHOM X0AbObl;

° oBeAeHYEeCKME HapyLIEHNS;

°  3aJepXKy pevyeBOro pasBUTUS UKW HapPYLIEHUS apTUKY-
naumu;

®  TPYyAHOCTU C OBY4YEHWEM U BHUMAHUEM;

e 00WYy MblWeYyHy cnabocTb U ObICTPYIO PUIUYECKYIO

yTomnsiemocTb [1-3, 8, 36, 37].

AHaMHeCTUYeCKME COObITUSA, Ha KOTOopble HeobXo-
IMMO 06paTUTb BHMMaHME y NaLMeHTOB C MOA03PEHMEM
Ha MA4/MAB:
® 0/ NauMeHTa — MYMKCKOW;
® YCTAHOB/EHHbIA AMArHo3 «nporpeccupytoas mMuoau-

cTpodusa» y POACTBEHHWKOB MY)CKOro nosna no mate-

PUHCKOW JIMHUWU MW HEYTOYHEHHOE HEPBHO-MbIlEYHOE

3aboneBaHue;
® yCTAHOBJ/IEHHbIN GAKT HANNYMSA B CEMbE XKEHLIMH — HOCHU-

TeNbHWUL, NAaTOreHHOro BapuaHTa MmyTauuu B reHe DMD;
°* nosagHee GOpMMpPOBaAHWE HaBblKa CaMOCTOATEbHON

X0AbObl;

° 3ajepKa CTaHOBNEHUS peyu;

° 3HauuTenbHoe nosbiweHne KPK B aHaMHe3e;

®  1eb6loT KIMHMYECKUX NPOSIBEHUI B 6O/bLUMHCTBE Ccy4ya-
eB B Bo3pacTe 2-5 net ana MAA v 10-11 net ana MAb

[1, 2, 38, 39].

HKanobbl M aHamMHe3 TaKXe OnucaHbl
«KnuHnMyeckasa KapTuHar.

B paszjgene

dusukanbHoe o6cnegoBaHune
dusnkanbHoe obcnefoBaHue nauMeHToB Npu Nogoape-

HUKM Ha MOA/MIB BKntoyaeT:

° U3MepeHue pocTa;

° U3MepeHue Beca;

° BM3yaslbHYIO OLEHKY NOXO4KM: MMOMaTUYecKas, nepesa-
nuBatowascs (No Tuny «yTUHOW»);

° BM3yalbHbIM OCMOTP MblWL: nceBgoruneptTpodms
MKPOHOXHbIX MbIWL,; MPOKCUManbHOE pacnpegenexHve
MblLWEYHbIX FMMo-/aTpoduin n Nnapesos.;

® UCCNeAoBaHWE MbIWEYHOr0 TOHYCa: CHUMKEHWE Mblley-
HOro TOHyca, 60/blle B MPOKCMMasbHbIX OTAENAX;

° 1CCNiefoBaHME MbllEeYHOM CKUibl: cnaboCcTb NPOKCUManb-
HbIX MbILWL, KOHEYHOCTEN, MbILIL, TA30BOr0 U Njae4eBOro
nosca;

® MCCnefoBaHUE CYXOXMbHbIX pebneKCcoB: CHUXeHWe
WK yTpaTa CyXOXKUbHbIX pedeKCcoB;

°  MONOXWUTENbHLIN cumnTom [oBepca: MCnonb3oBaHue
BCnomMorarte/fibHblX MPUEMOB MpU NogbeMe ¢ nona;

® MCMO/Sb30BaHWe BCNOMOraTebHbIX MPUeMoB Npu cnabo-
CTW MblLL, Wen Npu NOAHUMAHKK FON0BbI NPU BCTaBaHUK
N3 NONOXKEHWS Nexa Ha CNUHe;

® OCMOTP KOCTHO-CYCTaBHOWM CUCTEMbI: MOSCHUYHbIN rMnep-
NopA03, TYrONOABUMKHOCTb WMAM KOHTPaKTYpPbl KPYMHbIX
CyCTaBOB, CKOIMO3, «KPbIIOBUAHbIE» NONATKK, Aedopma-
LMS TPYAHOW KNETKM, ynaoleHue 1 gedpopmanms cTon;

° Hanunyne noBeAeHYECKMUX PacCTPOMCTB: CUHAPOM Aedu-
LUMTa BHUMAHUA U runepakTnsHoctu (CABI), aytuctuye-
CKME MposiBAEHUs, 06CECCUBHO-KOMNY/IbCUBHbIE pac-
CTPOMCTBA;

° Henporpeccupylolme OTKIOHEHUS B KOMHUTUBHbIX
YHKLMSX: HapylweHne KpaTKOBPEMEHHOW CNOBECHOWM
namaTn, aucneKkcus, cneuuduyeckue pacctponcTsa
06yYeHus;

® Hanu4yMe 3IMOLMOHasIbHbIX PACCTPOWMCTB: Aenpeccus,
TPEBOXHOCTb, adDEKTUBHOCTb;

° uccnegoBaHWE CEPAEYHO-COCYAUCTON CUCTEMbI: YBENU-
YyeHue 4acToTbl CephAeydHblX COKpaLleHMKW, MOBbILEHUE
apTepuanbHOro AaBfeHuUs;

® uccnefoBaHWe AblXxaTelbHOW CUCTEMbl: YBeNUYeHue
4acToThbl AbIXxaTeNbHbIX ABUXEHWN, ocnabneHHoe Ablxa-
HWe Npu aycKynbTauuu [1, 2, 38].

Moapo6Ho AaHHble dM3MKaNbHOro ob6ceoBaHUsa OMu-
caHbl B pasgene «KnnHuyeckas KapTuHan.

JlaGopaTopHble JUarHoCTUYECKUE UccnefoBaHUsA

PaHHAs anarHoctnka MAA v MBb — 3anor npaBu/ibHO-
ro BeAeHUs nauMeHToB, CBOEBPEMEHHOIO MCMOJ/Ib30BaHUSA
[IOCTYMHbIX CXEM Tepanuu n peabunutauuun ana npodunakx-
TUKU OCJIOXXHEHWIN, COXPaHEHUs KayecTBa M YBENUYEHUS
NPOAOJSIKUTENBHOCTH KU3HU NALIMEHTOB.

Bcem naumeHTam ¢ KIMHUYECKUMU CUMNTOMaMM, Xxapak-
TepHbIMM ang MAA/MAB, ¢ uenblo paHHEW AWarHOCTU-
KM OONIE3HU peKOMeHayeTcs onpeneneHne aKTUBHOCTH
K®K Kposu [2]. YpoBeHb y6eaAUTENIbHOCTU peKoMeHaa-
uuin — C, ypoBeHb JOCTOBEPHOCTHU JOKAa3aTeNibcTB — 5.

MoBbiweHne ypoBHA KPK — ob6nuratHbl, pPaHHUI
OOK/IMHUYECKUIM NPU3HaK. XapakTepHbim ang MA asnseTcs
nosbiweHne KOK B 10-100 pas. B o653aTenbHOM NOpsiake
ypoBeHb KOK fonmkeH onpenensatbcs y NnaLuuMeHToB B cneay-
IOLLMX CUTYaLUAX:

1) pebeHOK He xoaMT B 16—18 mMec, NpUMEHSET Npuem
[oBepca npu BCTaBaHWW UK XOOMUT Ha NanbLax;

2) UMeloTCH OTAroWEeHHbIM aHamHe3 no MAJ unn Hanu-
yne y OSIM3KUX POACTBEHHWMKOB HEYTOYHEHHOr0 HEPBHO-
MblLLEYHOro 3aboneBaHus;

3) y nauueHTa BbISIBIEHO MOBbIWEHWE TpaHCaMWHa3
(ANT, ACT) HeACHOro reHesa Ha [AOK/JIMHWUYECKOW CTaauu
(KNMMHUYecKas cuTyauus Yalle BCTpeyaeTcs y AeTen B BO3-
pacte no 3 neT) [1, 2, 39].

Heo6xoanMMo npoBeaeHne MoSIEKYNSPHO-TEHETUYECKOTO
uccnegosaHus B reHe DMD BceM naumeHTam C CUMMTO-
MaMu, xapaKkTepHoimu ana MAA/MAB, wan nayueHTam
6e3 CMMNTOMOB, HO C NOBbLIWEHHbIM YpoBHEM KPK (Gonee
2000 Ea/n) ¢ uenbto NOATBEPXAEHUSA AMArHo3a M npoBe-
[EHNS MEONKO-TEHETUYECKOro KOHCY/NbTUPOBAHWUS CEMbM
[1-3, 5, 37, 40]. YpoBeHb y6eaUTENIbHOCTU PEKOMeHAa-
uuin — C, ypoBeHb JOCTOBEPHOCTHU JOKa3aTeNbCTB — 4.

MepBbIi aTan: onpeaeneHne KpynHblx geneuuin n ayniu-
Kauun B reHe DMD meToaoM MyJSIbTUMIEKCHOW aMnanduKa-
LMK NUrnpoBaHHbIX 30HA0B (MLPA). BTopow aTtan: npu oTcyT-
CTBMM 3K3O0HHbIX Aeneuvn unau gynivkauum B reHe DMD
cnefyeT NpoOBECTU CEKBEHMPOBAHUE reHa 419 06HapyKeHNUs
MasiblX M TOYEYHbIX MyTaL M. BO3MOXKHbIMW MeTOAaMU ABNS-
loTCS CEKBEHUPOBaHWE HOBOro nokoneHus (NGS) nnm metoa
ceKkBeHupoBaHua no CeHrepy. lNpeanoxeHHbI anroputm
BbiBNAAeT 98% MmyTauun B reHe DMD. B cnyvyae BbiiBAEHUS
ToYeYHbIXx MyTauun metogoM NGS Heo6XxoaAMMO NMPOBOAWUTb
MX MOATBEPMKAEHWE METOAOM MNPSMOro CEeKBEHMPOBaHUSA
no CeHrepy.

MauneHTam ¢ cumnToMamu, xapaktepHbimu ansg MA4/MAB,
unn nauyneHTam 6e3 CMMNTOMOB, HO C MOBbILEHHbIM YPOB-
HeM KPK (6onee 2000 Ea/n) nokazaHa 6GMONCUSA MbllLbI
M naTtosioro-aHaToOMMYeckoe wucciegoBaHne GMOMNCUIHOIO
(onepauUMoHHOro) Matepuana MbllEYHOW TKaHW C npume-
HEHMEM WMMYHOTMCTOXMMUYECKUX METOAOB Ha Hanuuune
OUCTpoduHa B cilydyasx COMHUTENbHbIX Pe3yNbTaToB reHe-
TUYECKOro o6¢nefoBaHns UM HEBO3MOXHOCTM ero npose-
[IEHNS C Lenblo NoATBEPXKAeHMA aAnarHosa [1, 2]. YpoBeHb
y6eauTeNnbHOCTU peKoMmeHaauun — C, ypoBeHb A0CTO-
BEPHOCTU JoKa3aTeNbCcTB — 5.



B 60/1bWKNHCTBE CNy4YaeB reHETUYECKUX METOAOB HUcce-
[OBaHWs 4OCTAaTOYHO AN MOATBEPKAEHNS AnarHo3a.

Bcem nauueHTaM € K/AMHUMYECKUMM MpuU3HaKamu
MAOA/MAB pekomeHayeTcs npoBedeHue oblieTepaneBTu-
4eCKOro 6MOXMMUYECKOro aHanmn3a KpoBwW (MccrnegoBaHue
ypoBHSA obuwero 6enKka, KpeaTMHWHA, MOYEBUHbI B KPOBM,
onpeaeneHune aktuBHocTn AJIT, ACT, ramma-rnioTaMmuaTpaHce-
depasbl (ITT) B KPOBK) C LieSblo OLLEHKU COCTOSHUSA NedYeHun
M noyek [41-45]. YpoBeHb yoeAUTENbHOCTU PEKOMeHja-
uu — C, ypoBeHb JOCTOBEPHOCTH OKa3aTeNbCTB — 4.

TakXe npu Heob6XO0AMMOCTM MPOBOAAT MCCnefoBaHue
YPOBHSA [NIOKO3bl, GUAMPYOMHA CBSA3AHHOMO (KOHBIOMMPO-
BaHHOro), 6unmMpybrMHa cBOBOAHOIO (HEKOHBIOMMPOBAHHOIO)
B KPOBW, 06LEro Kasblus, MOHWM3MPOBAHHOIO KalbLus,
HeopraHuyeckoro pocdopa B KPOBM C LLE/bIO OLEHKM Kalb-
uneBo-pocdopHoro obmeHa.

BceMm nauueHTam C KAMHUYECKUMW MNpU3HaAKaMKU
MAL/MAOB pekomeHayeTcs 06WMUKA (KNIMHUYECKUIM) aHa-
/I3 MOYU C LEeNbl0 OLEHKU COCTOSAHUS MOYEBbLIBOASALMX
nyten v noyek [46]. YpoBeHb y6eaUTENIbHOCTU PEKO-
meHpaauun — C, ypoBeHb [OCTOBEPHOCTM [OKa3a-
TenbCcTB — 4.

UHcTpymMeHTaNbHble AUarHocTU4YeCcKue

uccnepoBaHus

MepeyncneHHble KAMHUKO-UHCTPYMEHTaNbHble MeTOAbl
ncecnefoBaHns Heo6xoauMbl Ans nepBuYHON U anddepeH-
LWanbHOM ANArHOCTUKK GONE3HMU.

MaymeHtam ¢ MAL4/MAB npu HanM4MmM NOKa3aHUM peKo-
MeHAYeTCA NPOBOANUTL UCC/ieAOoBaHWE CNPOBOLMPOBAHHbIX
AblxaTeNlbHblX 06bEMOB, HECMPOBOLIMPOBAHHbIX AblXxaTenb-
HbIX 0O6bEMOB M MOTOKOB C LIENIbI0 CBOEBPEMEHHOW Ana-
FHOCTUKM HapyweHun dyHKumMM AbixaHus [13, 29, 47-52].
YpoBeHb y6eauTeNbHOCTU peKomeHpauun — C, ypo-
BEHb JOCTOBEPHOCTU flOKa3aTeNnbCTB — 4.

OueHKka GyHKUMKM BHellHero AbixaHua (PBJ) nposo-
ONTCS METOAOM CMMPOMETPUMU EXErogHo (MAM Npu Heob-
XOAMMOCTH — [ABaAbl B rog) ¢ 5 neT npu BO3MOXKHOCTH
NPOBEAEHMS.

C Lenblo OLEHKM CTEMEHM NopaxKeHuUs MblEeYHON TKa-
HM nauneHtam ¢ MAA/MAB npu nocTaHOBKE AMarHosa
W B AMHaMWKe MO MNOKa3aHMAM peKoMeHayeTcs nposeje-
HUE MarHUMTHO-pe3oHaHcHon Tomorpadum (MPT) MblleYyHO M
cuctembl (LeneBbix MbilL) [38, 53]. YpoBeHb yoeauTenb-
HOCTH peKoMeHpauun — C, ypoBeHb JOCTOBEPHOCTHU
AOKasaTenbCcTB — 4.

[aHHbln MeTog ob6cnefoBaHUs ABASETCS 4ONONHUTENb-
HbIM, MPOBOAMUTCA MO MOKa3aHuaM (C Lenblo anddepeHun-
anbHOM [MArHOCTWMKM, KaK [LOMOSHWUTENbHbIM MEeToh noa-
TBEPXAEHMSA AMarHo3a B COMHUTENbHbIX Clydasx n aHanusa
pa3BuTUa 3aboneBaHna B AuHaMuKe). MPT MblwL NO03BO-
naetT BuM3yanus3upoBaTb CTeneHb AncTpodun u Gubposa
MbILEYHOM TKaHW. BU3yannaunpyotca xapakTepHble nattep-
Hbl — MopaeHusa MbllL, 6eapa (MakcumanbHoe NopaxkeHme
npPUBOAALWMX MblLL, 6eapa NPU COXPaHHOCTU TOHKOM M NOpT-
HSXXHOW MbIWL) WU TONIEHK (KupoBas UHPUNLTPALMA B KaM-
6anoBUAHbIX U Mano6epLoBbIX MblWLAX U OTHOCUTENbHas
COXpaHHOCTb 60/ble6epUOBON MblwLbl) [54].

MauymeHtam ¢ MAA/MOB co ckonvo3om, Xanobamu
Ha 60/1b B MOSICHMLIE, @ TaKXe BCEM NauueHTam, noTepsis-
UMM CNOCOBHOCTb XOANUTb, HEOBXOANMO NPOBEAEHME PEHTTE-
Horpadun rpygHoOro U NOSICHUYHOIO OTAENOB MO3BOHOYHUKA
(M KomnbtoTepHOM ToMorpadusa (KT) N0O3BOHOYHMKA (0AMH
otaen)) B 60KOBOM NPOEKLNN C LLENbIO OLEHKKU CTEMEHN pas-
BUTUSA CKONMO3a, BbIIBNEHUSA MEPeoOMOB MO3BOHOYHUKA,
a TaKXKe C LUenblo onpefeneHns Heo6xoaMMOCTHU leYeHUs
ocTeonopo3a 6ucdocodoHaTtaMu, onpeneneHnss Heobxoau-

MOCTHU, BO3MOXHOCTU M OObEMa XMPYPruyecKoro Bmella-
TenbcTBa [55-59]. YpoBeHb y6eaUTENbHOCTU peKoMeHAa-
uuii — B, ypoBEHb JOCTOBEPHOCTU JOKa3aTeNnbCcTB — 3.

PeHTreHorpadusa rpygHoro M MNOSICHWUYHOrO OTAEN0B
NO3BOHOYHMKA B GOKOBOWM MPOEKLUUN NMPOBOAMTCS Kamable
1-2 ropa y NauveHToB, NMPUHUMAIOWMUX KOPTUKOCTEPOUALI
CUCTEMHOrO AENCTBUSA, U Kaxkable 2—3 roga y nauueHToB,
HE MPUHUMAIOLNX KOPTUKOCTEPOUAOB CUCTEMHOIO [Aew-
cTBMSA [1], a TaKKe ABa)KAbl B roj nauueHTam, noTepsaslunm
CMOCOBHOCTb XOAMUTb, C anobamu Ha 60/1b B CMIMHE, CO CKO-
JIMO30M M TMNEePIOPLO30M.

C uenbto BbIIBNEHWS OCTEONOpPO3a M NepenomoB No3Bo-
HOYHMKA, a TaKXKe Npu NOArOTOBKE K Tepanum 6uchocdoHaTa-
MW UK OPTONELMYECKOMY XMPYPrUYECKOMY BMeLaTeNbCTBY
nauneHtam ¢ MAA4/MAB pekoMeHayeTcs peHTreHO4EHCUTO-
MEeTPUS NOSICHUYHOIO OTAENa NO3BOHOYHUKA B GOKOBOM Npo-
eKkumn [55-61]. YpoBeHb y6eauTeNlbHOCTU peKoMeHpaa-
uunii — B, ypoBeHb OCTOBEPHOCTU JOKa3aTeNbCTB — 3.

PeHTreHOAeHCUTOMETPUS PErYASPHO NPOBOAUTCS AETAM,
HaynHas CcO BTOPOWM CTaguM (paHHSAs ambynatopHas) npo-
rpeccupoBaHung 3abonesaHus. Ana naunentos ¢ M44/MAb
XapaKTepHa BbICOKas 4YacToTa OCTEOMEHMM W MEePesoMoB
NO3BOHKOB M A/MHHbIX TPyGYaTbiX KOCTeW. [JaHHble PUCKK
006yCNoB/IEHbI MbllEYHOM CNaboCTbio, MPUEMOM KOPTUKOCTE-
POMAOB CUCTEMHOIO AENCTBUSA U HU3KOM MOABUMKHOCTbBIO [1].

Bcem naunenHtam ¢ MAL/MAE ¢ uenbio BbiIBAEHUS
cneunduryecKoro NnopaxkeHus cepaLa peKoMeHayeTcs peru-
ctpaums Kl n npoBeaeHue axokapamorpadum (AxoKr) [14,
28, 36, 55, 57]. YpoBeHb y6eaUTENIbHOCTU peKoMeHaa-
uui — C, ypoBeHb JOCTOBEPHOCTU AOKA3aTENbCTB — 5.

[aHHble MeToAbl UCCNefoBaHUs MO3BONSAIOT BbIABUTb
HapyLWweHWs 4YacTOoTbl CePAEYHbIX COKPaLLEHNUI, pUTMa M Npo-
BOAMMOCTU cepiua, NPU3HaKW CUCTONMYECKOW AWCOYHK-
LMK, AMnaTalMOHHbIX HapyLleHui, runeptTpobum MMokapaa,
MUTPanbHOW peryprutauuun. Npu Heo6Xo0AMMOCTU BO3MOX-
HO nposeaeHne MPT cepaua [57] ¢ KOHTpacTUpoBaHUEM
AN OLEHKMU CTPYKTYPHbIX U3MEHEHWM MPaBoro u J1e€BOro
KENyAo4KOB, MarncTpanbHbIX U NepnudepuyecKmx Cocygos.

Bcem naumeHtam ¢ MAA/MAB npu cHukeHun MEJ
mMeHee 50% ¢ Lenbto BbIABNEHUS CUHAPOMA OGCTPYKTUBHOIO
anHoa cHa NoKas3aHo NpoBeAeHME NYNbCOKCUMETPUN BO CHE
[36]. YpoBeHb y6epuTenbHOCTU peKomeHaauun — C,
YPOBEHb JOCTOBEPHOCTHU fAOKAa3aTeNbCTB — 5.

Ha am6ynaTopHOM cTaAnn MOXKET BOSHUKHYTb HEOOXOAM-
MOCTb B NPOBELEHMMN UCCNELOBAHUIN CHa C KanHorpaduen,
0COBGEHHO NPKU NOBbILEHUN MacChl Tena BCAeLCTBME Tepa-
MUK KOPTUKOCTEPOUAAMU CUCTEMHOIO AENCTBUSA U NPU HaNK-
YMM CUMMNTOMOB HapylWeHWs AblXxaHWsA BO CHE (anHO3 cHa).
MccnegoBaHma CHa TaKyKe MOryT MCMONb30BaThCs KaK alb-
TepHaTUBHbIV MeToA AN MOHUTOPUHIa NoKasaTesnen BHeLW-
HEero AbIxaHus y Tex NauMeHTOB, KOTOPbIM HEBO3MOXHO NpPOo-
BecTu uccnepgoBaHrve ®B/. Ecnn BO3MOXKHO, nauueHTam,
He CMOCO6GHBIM CaMOCTOATENIbHO XOANUTb, UMEIOLMUM CUMNTO-
Mbl HapyLWeHWs AblXaHWsa BO CHe, MCCTIeA0BaHMs CHa cneayeT
NPOBOAUTL HE PEXKEe OAHOro pasa B rof.

MpoBefeHne KapauopecnupaTopHOro MOHUTOPUHra
(AMCTaHUMOHHOE HabnloAeHWe 3a MoKasaTeNsaMu YacToTbl
cepAeyHbIX COKpalleHuh u AWCTaHUMOHHOE HabnogeHue
3a GYHKUMOHaNbHbIMK NOKa3aTeNs MU BHELWHErO AbIXxaHWs)
B CTalMOHape HeobxoamMmo BceM nauuneHtam ¢ MAA/MOb
NpPU HaAN4YMK Kanob, COOTBETCTBYIOLLMX TMNOKCEMUM (AHEB-
Hasi COH/IMBOCTb, FONOBHbIE 60K, YTOMASEMOCTb, HOYHbIE
KoLWMapsbl, HEO6bACHUMOE CHUXEHWE MacChl TeNla Npu agek-
BaTHOM MUTaHWW), W/WUAN LaHHbIX O CHWXeHUU bopcupo-
BaHHOW XW3HEHHON eMKOoCTU nerkux (PHKEJ) meHee 50%,
W/ WK1 BbISBNEHUW CHUKEHUSA caTypaLumn No AaHHbIM HOYHOM
NyNbCOKCUMETPUU MeHee 94% C LeNbio BbISIBJEHUS CUHAPO-
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KJIMHUYECKUE PEKOMEHAALUUU

Ma 06CTPYKTMBHOIO anHo3 cHa [36]. YpoBeHb y6eauTteb-
HOCTU peKomeHaauun — C, ypoBeHb JOCTOBEPHOCTHU
AOKasaTenbcTB — 5.

KapanopecnupaTopHoe MOHUTOPMPOBaAHME MPOBOAMNTCS
L1151 OLLEHKU pUTMa CepAaLa, YPOBHS caTypaLmm (HacbleHUS
KPOBM KMCNOPOJOM), YAC/Ia OCTAHOBOK AbIXaHUsl B HOYHOE
Bpems. [laHHOEe nccnegoBaHue BaXKHO aAng Gukcaumm dakra
XPOHMYECKON AblxaTeNbHOM HeJOoCTaTO4YHOCTM M ANs pelue-
HWS BOMpoca 0 He06X0AMMOCTH AOMOJIHUTENBHON pecnupa-
TOPHOM MOAAEPKKM.

UHble guarHocTtu4yeckue uccienoBaHus

Mpn HanuMunuu nokasaHuW ANa onpegeneHus obbema
Heo6XxoAMMON ManInaTMBHOM MOMOLWM PEKOMEHAYITCH
NepPBUYHbIE KOHCYNbTaLMKM BpayYen U MHbIX CreuuanmucToB
M3 MEeOMLMHCKON opraHvM3auuun Uan ee CTPYKTYPHOro nog-
pa3aeneHunsi, oKasblBaloWero crneuuanManpoBaHHylo nasn-
JIMAaTUBHYIO MeAMUMHCKYI0 nomolwb getam ¢ MAA/MAB
[36, 50, 62, 63]. YpoBeHb y6eaAnUTEIbHOCTU PEeKoMeHAa-
uun — C, ypoBeHb OCTOBEPHOCTHU JOKa3aTeNbCTB — 5.

KoHcynbTaums OTHOCUTENbHO NaniMaTUBHON MeaMLMH-
CKOW NMOMOLLM MOXEeT OKa3blBaTbCH Ha BCeX 3Tanax Bepe-
HMA nauweHta ¢ MAA/M/AB: npu nocTtaHOBKe AMarHosa,
BO BPEMS MPUHATUS KTIOYEBbLIX TEPaNeBTUYECKUX PELLEHUN,
Np¥ BO3HUKHOBEHMWU KUSHEYTPOXKAIOLMX COCTOSHUM, a TaK-
e B TepMUHanbHOM pa3e 3abosieBaHuS.

Mpn HannMunuu nokasaHuW ANa onpegeneHus obbema
Heo6xoAMMOKN NanInaTUBHOM MOMOLLM U OLEHKK ee addeEK-
TMBHOCTU PEKOMEHAYIOTCS MOBTOPHbIE KOHCYNbTaLMKW Bpa-
4yeh U UHbIX crneunannucTtoB M3 MeAMLIMHCKON opraHu3aLuu
WK ee CTPYKTYPHOIO Noapa3aefieHusl, OKasbiBatoLWero crne-
LUMann3MpoBaHHy0 ManInaTUBHYO MEAMLMHCKYI NMOMOLLb
aetam ¢ MAA/MAE [36, 50, 62, 63]. YpoBeHb yoeauteb-
HOCTU peKomeHaauun — C, ypoBeHb JOCTOBEPHOCTHU
AOKasaTenbcTB — 5.

Bcem petam ¢ nporpeccupyowen MAL n nporpec-
cupyrowen MAB pekomeHAyeTCcs BKJOYEHWE MNaHOBOMU
OLIEHKM 60MK COrnacHo LWKanam, COOTBETCTBYIOWMM BO3-
pacTy ¥ YPOBHIO HEPBHO-NCUXMYECKOr0 Pas3BUTUSI PeBEHKA,
ana nogbopa o6esbonunBaHus [64]. YpoBeHb y6eautenb-
HOCTU peKomeHaauun — C, ypoBeHb JOCTOBEPHOCTHU
AOKa3aTenbcTB — 4.

Bbi6op METoAoB OLEHKM 60/M (B TOM 4YWUCNe LKasbl
OLLEHKM 60/11) OCYLLECTBASET Nevalnuin Bpay B 3aBUCUMOCTHU
OT BO3pacTa M KJIMHMYECKOro cTatyca pebeHKa.

C UeNbio OLEHKM MOTOPHbIX GYHKLMWA, BbIHOCIMBOCTH,
JMHAMUKKN Y NPOrHO3MPOBaHUA Te4eHUs 3a601eBaHna BCEM
ambynaTopHbiM nauyueHtam ¢ MAA/MAE pekomeHayet-
Cc npoBefdeHne TecTa 6-MUHYTHOM Xx0Abbbl [12, 65-69].
YpoBeHb y6eAUTeNnbHOCTU peKomeHaauun — B, ypo-
BeHb JOCTOBEPHOCTU AOKa3aTenbCcTB — 3.

Bcem ambynaTopHbiM nauveHtam ¢ MAA/MAB ¢ uenbto
OLIEHKM MOTOPHbIX OYHKLMIA M NMPOrHO3MPOBAHWSA TEYEHUS
3aboneBaHnsd MoOKal3aHo npoBeAeHue GYHKUMOHANbHbIX
TECTOB Ha BPeMS: NOABLEM M3 MOSIOKEHWUS CUAA/Nexa, NOAb-
em/cnyck Ha 4 ctynenu, xoabba/6er Ha 10 meTpoB [66].
YpoBeHb y6eaUTeNbHOCTU peKomMeHpauun — C, ypo-
BeHb JOCTOBEPHOCTU OKa3aTenbCTB — 5.

C uenblo onpedeneHnMs MakKCMMaibHOro ob6bema [BM-
KEHWIN B cycTaBax M BbISIBIEHUS HaNM4NS pa3BUBatoLLMXCS
KOHTpaKTyp Bcem nauueHtam ¢ MALA/MAOB pekomeHayeT-
CS U3MepeHne NOABUKHOCTM cycTaBa (YyromMeTpus), onpe-
genexHve o6bema MacCMBHOIO [ABUKEHWS OAHOrO cycTaBa
B OJIHOM MJIOCKOCTU, onpeaeneHne o6bemMa akTMBHOIO ABU-
YEHWs OAHOro cycTaBa B OAHOM NNOCKOCTH [2, 70]. YpoBeHb
y6eauTeIbHOCTU peKoMmeHaauun — C, ypoBeHb AOCTO-
BEPHOCTHU AOKa3aTenbCTB — 4.

BceM nauuMeHTamM C KJIAMHWYECKMMMU TNpPU3HAKaMK
MAA/MAB npu noctaHoBKe AMarHo3a Heo6XoAMMO MNpu-
MEHATb MYNbTUANCLMUNIIMHAPHBIA NOAXOA C Liefiblo COBMECT-
HOro BefdeHWs MauueHTa crneuuannuctaMu pasHbiX NPodu-
Ner, Tak KaK 3aboneBaHne xapaKTepusyeTcs nopaxKeHmem
MHOIMX OPraHoB M CUCTEM U TPEeBYyeT KOMMIEKCHOM Tepanuu
[1, 71]. YpoBeHb y6eaUTeNbHOCTU peKomeHzauun — C,
ypOBeHb AOCTOBEPHOCTU AoOKasaTenbcTB — 5. Kpome
TOro, Heob6xoanMma pas3paboTka MHAMBWAYAIbHOW Nporpam-
Mbl JlOroneanyecKkon peabunutaunm.

NEYEHUE

Nevyenne MAA/MOB BKOYaET Kak naToreHeTnyeckoe
fleyeHune, Tak U NpoBedeHne CUMNTOMATUMYECKON Tepanuu.
BegeHne nauuneHtoB ¢ ML npegnonaraet MynbTUAUC-
LUMNAMHAPHBIA NoAX0oA C o6sa3aTeflbHbiM y4acTUeM Bpaya-
neguMatpa / Bpada obuien NpakTUKKM (ceMenHoro Bpaya) /
Bpaya-TepaneBTa, Bpaya-reHeTuka, Bpaya-HeBposora,
Bpaya-nyn1bMOHONOra, Bpaya-Kapauonora [AeTCcKoro, Bpa-
Yya-Kapauosnora, Bpaya-racTpoaHTeposiora, Bpaya-aHAo-
KpWHONOra AeTCKOro, Bpaya-aHAOKpMHONOra, Bpaya Tpas-
mMaTtofniora-opToneaa, Bpadva-gueTonora, Bpadva-rncuxuaTpa,
Bpaya-opTanbmMosiora, Bpaya aHecTe3nosiora-peaHMmMaro-
fiora, MeAMLIMHCKOro ncuxonora, Bpaya no nevyebHon dms-
KynbType (Mnun Bpava-dusnoTepanesTa, Bpaya GpU3NYECKON
W peabuInTauMOHHOM MeANLMHbI), Bpada no naainaTuBHOM
MeAMLIMHCKON MOMOLLM, crneunanncTa no MeanLMHCKon pea-
OunuMTauMM M Bpadver APYrux cneunanbHOCTENR, UMEIOLLMX
ONbIT B Ie4EHMM ITOr0 peaxkoro 3a6oneBaxus. MNpu Hann4mm
CMMNTOMOB MOPaXXeHWs OpraHoOB-mMULIEHEN Heobxoanma
KOHCyNbTaLma NpoduabHOro cneumanucra.

MeauKkameHTO3Hasa Tepanus

MaToreHeTn4yeckoe neyeHne

Am6ynaTopHbIM NnauneHtam ¢ M4 ctaplue 2 net, y KoTo-
PbIX MONIEKYNSAPHO-TEHETUYECKOE MUCCNedoBaHMe BbISBUIO
HOHCEHC-MyTauMio (3aMeHa KofOHa, KOAMPYIOWEro amu-
HOKMCNOTY, Ha CTOM-KOAOH), PEKOMEHAYETCA MPUMEHEHUEe
NleKapCcTBEHHOro npenaparta atajypeH ¢ Lenblo nposege-
HUS natoreHeTu4ecKow Tepanuu [2, 60, 72-74]. YpoBeHb
y6eaAuTEeNbHOCTU peKkoMeHaauum — A, ypoBeHb A0OCTO-
BEPHOCTU A0Ka3aTeNbCTB — 2.

AMOGYNaToOpHbIM MauUeHT — 3TO MNaLMEHT, CMOCOBGHbLIN
K camocTosiTeNlbHOM Xoab6e. [peanaraetcs B peanbHON K-
HUYECKOW NpaKTUKe TpaKToBaTb «aMbynaToOPHOCTb» 6OJbHbIX
MAJ Kak cnocoBbHOCTb XO0AUTb 6€3 MCNONb30BaHUSA BCMNO-
MoraTefibHblX CPeACcTB M 6€e3 yKasaHua AUCTaHUMK U Bpe-
MEHM, a «noTepern ambynaTtopHOCTWU» CYMTaTb COCTOSIHME,
NP KOTOPOM NaLMEHT BbIHYXXAEH NMOCTOSAHHO MCMONb30BaTb
MHBaNMAHOE KPecno ANa NepeaBuKeHns — KaKk BHe JoMa,
TaK M B [lOMallHKX ycnoBuax. HoHceHe-myTauma AHK npo-
fABNseTca o6pa3oBaHNEM NPEXAEBPEMEHHOMO CTOM-KOAOHA
B MaTpunyHon PHK (MPHK). B pe3synbraTte HapyllaeTca CUHTE3
nofHopa3MepHoro 6enka guctpoduHa. HoHceHc-MyTaums
BbisBnsetrca y 18-20% poccuickmux nauueHtos ¢ MAU.
ATanypeH OeWCTBYeT Ha aTane TpaHcasummn 6enka B pubo-
come, NO3BOAISET cYUTbIBaTh MHdopmaumio ¢ MPHK, Hecmo-
TPS Ha HaAnyne B HEN NPEXAEBPEMEHHOr0 CTOM-KOALOHA,
W CMHTE3MPOBaTb NONHOPA3MepPHbIN 6enoK. ATanypeH npea-
Has3HayeH A4ng neyeHus ambynatopHblx nauneHTos ¢ MAJ,
Bbl3BaHHOW HOHCEHC-MYTaLMen B reHe AncTpoduHa, ot 2 net
n ctapwe. lMpuHUmaeTca nepopanbHo. PekomeHayemas
nosnpoBka coctaBnsier 40 mr/kr/cyT (10 Mr/Kr yTpom,
10 mr/kr aHem, 20 Mr/Kr Bedyepom) [75]. UHTepBan mexay
YTPEHHEN, AHEBHOM U BEYepHEN A030M JONKEH COCTaBNATb
6 4. IHTepBan mexay Be4epHen 1 yTpeHHen 40301 AOIKEH
cocTaBnAte 12 4. Mpu notepe amMbynatopHOCTU KOPPEK-



LUMs OO3MPOBKKM He Tpebyetcs. MocnegHne onybaMKoBaH-
Hble JaHHble, OoTpaxatwmne OonbIT NPUMEHEHNS aTanypeHa
B peanbHOM KIMHWMYECKON NPaKTUKe, NPOAEMOHCTPUMPOBaNH,
4YTO NPUMEHEHWE Npenaparta NPUBOANT K YBEIUYEHMIO NPO-
[O/MKUTENBHOCTU CaMOCTOATENbHON X0A4b6Obl Y NauUeHToB
B cpefHeM Ha 5,4 rofa no CpaBHEHMIO C NaLUeHTamm, nony-
YalolMMK TONbKO CTaHAapTHY0 Tepanuio (p < 0,0001) [12,
76]. Kpome Toro, B rpynne, noay4yatoLlen atanypeH, ToNbKO
20% nauneHToB yTpaTWaM CNOCOBGHOCTb CaMOCTOSTENbHO
nepeaBuratbCs No cpaBHEHWo ¢ 62% B rpynne, noayyas-
len TONbKO CTaHAapTHYO Tepanuio. TakKe Tonbko y 3,3%
nauveHToB, Nony4yaBLlUNX aTanypeH, nokasaTtenb PHEJT 6bin
MeHee 60%, B TO BpeMsl KaK B rpynne nony4yaBLiMX TObKO
cTaHAapTHYlo Tepanuio nokasartenb PHEJT meHee 60% 6bin
y 36,5% nauneHToB (p <0,0001), 4TO rOBOPMUT O CNOCOBHO-
CTW atanypeHa ANUTENbHO COXPaHATb AblXxaTenbHylo (YHK-
umto y naumeHto ¢ MAA [72].

Tepanusi KOpTUKOCTEpOMZaMH

CUCTEMHOro AeHCTBHS

Bcem nauneHtam ¢ MAA/MAB ¢ uenblo CHUXKEHUs BOC-
nanunTenbHbIX NPOLLECCOB, 3aMeANleHNs yTpaTbl MbIlEYHOMN
cuibl U GYHKUMIA, YMEHbLIEHWS pUCKa Pa3BUTUS OPTO-
neanYeCcKUX OCIOXKHEHWUNW, cTabunn3aunnm GyHKLMOHaNb-
HOro COCTOSIHUA [AblXxaTelbHOM W CepaevYHO-COCYAUCTOMN
CUCTEM PEKOMEHAYETCA Ha3dHavyeHne Tepanum npenapaTtom
npeaHn3osoH B go3e 0,75 Mr/Kr/cyT nepopanbHO nocne
3aBepuweHns GopMMUPOBaHUSA ABWraTe/lbHblX HaBblKOB,
HO A0 Hayana yracaHusi MOTOPHbIX QYHKLWK (Ha cTaguu
nnato) [2, 12, 36, 38, 77, 78]. YpoBeHb Y6eAUTE/IbHOCTH
pekomMmeHaauuin — A, ypoBeHb JOCTOBEPHOCTHU AOKa3a-
TenbcTs — 1.

KopTukocTeponabl CUCTEMHOrO AEeNCTBUS SABASIOTCSA
No-npeXHemy «30/10TbIM CTaHAAPTOM» Jle4eHUs nauueH-
T0B ¢ MO “ M3MeHWNU ecTecTBEHHOe TeyeHue 3abo-
NleBaHns 3a CYeT 3aMefNeHus MporpeccMpoBaHusa yxya-
WEeHNs ABUraTeNbHbIX U NIErOYHbIX GYHKUMI, YMEHbLUEHMS
KonnMyecTBa OPTOMEAUYECKMX OCNOMHEHM W onepauuin
Ha MO3BOHOYHUKE, @ TaKXKe YBeNUYEeHUs NPOAOIKUTENbHO-
CTU KM3HW. MNonoxutenbHble adPeKTbl KOPTUKOCTEPONLOB
CUCTEMHOrO AeNCTBUS OODBACHAOTCA MX NMPOTMBOBOCMANN-
TeNbHOW aKTUBHOCTbLIO, 0COGEHHO B MbILWL,AX C HU3KUM YPOB-
HeM gucTpoduHa, 4YTO NOMOraeT COXPaHWTb CMOCOGHOCTb
K NepeaBUKEHNIO 3a CHET 3a4EPKKMN PA3BUTUS pas3pyLLEHMs
MbllwL [79]. TNIOKOKOPTUKOMABI YMEHbLIAOT HEKPO3 MblLLL,
W BOCManeHne 3a CYET MOAY/IMPOBaHUS KJIETOYHOIO OTBE-
Ta Ha BocnaneHue, ycunuBaloT nponuvdepaumio MUOreH-
HbIX CTBOJIOBbIX K/IETOK-MpeALecTBEHHUKOB (MMO61acTOB)
M TaKMM 06pa30M MOBLILWAIOT pereHepaumnio U PoCT MbILL,
CHUXAIOT CKOPOCTb pacnaja MblleYHbIX KNeToK, Moandu-
LMPYIOT TPAHCKPUMLMIO, MOBbIWAas aKCnpeccuto guctpoduHa
B MOpPaXEHHbIX MblEYHbIX BONOKHAX WAK yBENUYNBas CUH-
T€3 CUHEePruyeCKUX MONEKYS, TaKMX KaK MblleYyHble M-
KOMPOTEMWHbI, KOTOpble AONOMHAIOT AeNCTBME AUCTPOdUHA,
o6nagaloT UMMYHOAENPECCUBHON QYHKLIMEN, CHUMXKASA KOSN-
yectBO T-KkneToK [80]. MaclwTabHble uccnenoBaHUs npo-
[EMOHCTPUPOBANK, 4YTO MPUMEHEeHMEe KOPTUKOCTEPOMAOB
CUCTEMHOrO AeNcTBMS npoaseBaeT ambynaTopHOe CoCcTos-
HWe naumeHToB ¢ MAJ B cpeaHem Ha 3-5 net [72].

Ha4ano ropmoHanbHOM Tepanuu 3aBUCKT OT Gasbl pas-
BUTWA ABUraTenbHON GyHKLUMKM pebeHKa, NnepBoHayanbHoro
dn3M4eCcKoro cratyca, Hanm4ms paHHUX OCNOXKHEHUI, dop-
Mbl U TedeHnsa 3aboneBaHus. Tepanus KOPTUKOCTEPOMAamMK
CUCTEMHOrO AEeNCTBMA He MNoKasaHa pebeHKy, Y KOoTopo-
ro npogomxatT GOPMUPOBATLCH ABUraTefbHble HaBblKH,
0COBEHHO €ecnn OH Mnagwe 2 net. B tunnyHom cnydvae
y ManbyvMka ¢ MAJ aBuratenbHble HaBblKWM MPOLOIKAOT

pasBuBaTbCs 4O Bo3pacTa 4—6 neT, XoTa M 6onee MeaneH-
HbIMW TEMNaMK, 4eM Yy ero poBeCHMKOB. Havyano npuema
KOPTUKOCTEPONLOB CUCTEMHOIO AEWUCTBUSA A0 7 NeT OKa-
3blBaeT HanboJsiee BblparKEHHbIN 3GDEKT Ha CNOCOBHOCTb
N NPOAOCIKMUTENBHOCTb CaMOCTOSITENIbHOIO NEepPenBUKEHNUS
[68]. 9dbEKTUBHOCTb FOPMOHANIbHOW Tepanuu 3aBWUCHUT
0T GM3MONOrMYECKNX OCOBEHHOCTEN LETCKOro opraHuadma,
WHAMBUAYaNbHOM MEPEeHOCUMOCTH, ajeKBaTHoro nogéopa
CYTOYHOM J03bl M PEXMMA, MOHUTOPUHIA U KOHTPONS NO60Y-
HbIX 3 beKTOoB. MNpn HENepeHOCUMOCTU NPEAHN3010Ha BO3-
MOYHO NPUMEHEHME LPYTrMX KOPTUKOCTEPOUAOB CUCTEMHOIO
nencteus [12, 77, 78].

Mpn HenepeHoCUMOCTU PEryaspHoW Tepanuu npeaHu-
30/10HOM nauueHtam ¢ MAA/MOB pekomeHayeTcs Mnpo-
BOAWTb Tepanuio Mo MHTEPMUTTUPYIOWKMM cxemam (4epes
[leHb, MO BbIXxoAHbIM, 10 aAHen npuem, 10 AHEN nepepbiB)
C LLe/IbI0 CHUXKEHMS YaCcTOTbl pa3BUTHA NO60UHbIX 3DdEKTOB
1 NOBbIWEHUS NPUBEPIKEHHOCTH NeyeHuto [2, 77]. NokasaH
CNeayoLWwnin pexmnm 4o3npoBaHKs: 03a MMIOKOKOPTUKONLOB
yBenn4nMBaeTca o Habopa naumeHTom Beca B 40 Kr, TO eCTb
MaKcuManbHas go3a coctasnset 30 Mr B AeHb. Ecnun Habnto-
fJaloTcs HenepeHocumble NO60YHble 3DDEKTbI, JO3UPOBKY
cnefyeT NocTeNeHHO yMeHbWwNnTb Ha 20-25% [1]. YpoBeHb
y6eAUuTeNnbHOCTU peKoMmeHaauuin — C, ypoBeHb JOCTO-
BEPHOCTU fAOKa3aTeNbCTB — 5.

Tepanua KoOpTUKOCTEPOMAAMU CUCTEMHOIO AENCTBUSA
JOMKHaA MPOBOAMTLCA Ha perynsapHon ocHose. Haubonee
nccnefoBaHHbIM U PEKOMEHLYEMbIM ABASETCSH PerynsapHbIn
exeHeBHbIM Nnpuem NpegHU3010Ha.

Mpun nepexoge Ha HeaMbynaTopHyto cTaguio 3abonesa-
HUsa BceM naumeHtam ¢ MAA/MOB pekomeHayeTcs npoaon-
WUTb NPUMEHEHME TMIOKOKOPTUKOMAOB, HO B YMEHbLUEHHOWM
LO3UPOBKE C LENbl0 CHUXKEHUS BEPOSATHOCTM pa3BUTUSA
no6o4YHOro AemcTeusa ropmoHoB [1, 2, 12, 77]. YpoBeHb
y6eaAuTeNnbHOCTU peKoMmeHaauun — C, ypoBeHb JOCTO-
BEPHOCTU fiOKa3aTeNbCTB — 5.

Havano tepanuu rnlOKOKOPTUKOMAAMKU Ha Heambyna-
TOPHOM 3Tane TaKe gBfseTcs 060CHOBaHHbIM [2]. B Knu-
HUYECKOM NpaKTUKe Hanmbosee YacTo LO3bl NPeaHU300Ha
CHWxatoTes fo 0,3 Mr/Kr/cyT.

B cnyyasnx, He NoafdaloWMXCS KOHTPONIO, UK B CliydHasx
HEeNepeHOCUMOCTN MOBOYHbIX IGPEKTOB MIOKOKOPTUKOM-
noB nauumeHtam ¢ MAL/MAB peKOMeHOYITCS CHUXeHue
[103MPOBKK Ha 25-30% Nn60 nepexosa Ha UHTEPMUTTUPYIO-
YO Tepanuio ¢ Leblo YMeHbleEeHUS No60o4YHbIX addeKToB
[IeNcTBUS TOPMOHOB [1, 2, 75]. YpoBeHb Y6eAUTEeIbHOCTHU
peKomeHaauuin — C, ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTB — 3.

MNauneHtam ¢ MAA/MIB Ha HENONHOM AO3€ KOPTUKOCTE-
pOMAOB CUCTEMHOIO AENCTBUSA B CnyyYae yxXyaweHus GyHKUn-
OHaNIbHOr0 COCTOSIHUS MOKa3aHO MOBbIWEHWE LO3bl KOPTU-
KOCTEPOMAOB CUCTEMHOMO LENCTBUSA 4O PEKOMEHAOBAHHOM
eXeAHeBHOW JO3bl HA Maccy Tena € Lenbto yay4lleHus,/cTa-
6unnsaunn coctoaHus [2, 12, 75, 77, 78]. YpoBeHb y6eam-
TeNbHOCTU peKoMeHaauuin — C, ypoBeHb JOCTOBEPHOCTH
AoKasartenbcTB — 5. ExxeqHeBHas fo3a Ans npegHn3ono-
Ha — 0,75 Mr/Kr[2, 12, 36, 38, 77, 78].

He peKomeHayeTca pe3KOoe npepbiBaHWe Tepanuu
rMIOKOKOPTMKOMAAMU BO M36exaHne BO3MOXKHOIO pasBu-
TUS OCTPOM HaAMOYEe4YHWKOBOW HedocTaTo4HOCTM [2, 75].
YpoBeHb y6eauTeNbHOCTU peKomMeHpauun — C, ypo-
BEHb JOCTOBEPHOCTU fOKa3aTenbCcTB — 5.

CHWXKeHMe JO3MPOBKM MIOKOKOPTUKOMA0B LOMKHO Npo-
MCXOAWUTb B COOTBETCTBUM CO CTaHAAPTHbLIM MPOTOKONOM
OTMEHbl KOPTUKOCTEPOUAOB CUCTEMHOro aencteua [75].
C poautensamMu fomkHa 6biTb NPOBeAeHa pa3bACHUTENbHAs
6ecela O HEBO3MOXHOCTU PE3KOW OTMEHbl KOPTUKOCTE-
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KJIMHUYECKUE PEKOMEHAALUUU

poufa CUCTEMHOro AencTBusa. HeobxoauMmo nocTeneHHoe
CHWXeHWe ao3bl npenapata Ha 20-25% Kaxable 2 Hepn
[10 MOSTHOM €ro OTMEHbI.

B cnyyae pa3BuTUS CMHAPOMa OCTPOM HAAMOYEYHNKOBOMK
HeLOCTaTOYHOCTM B pe3y/nbTaTe Pe3KOM OTMEHbI MIIOKOKOP-
TMKOMAOB C LIe/bl0 KYNMPOBaHWSA AaHHOIO COCTOSHMUS nauu-
eHTam ¢ MA4/MIbE pekoMeHayeTcst SKCTpeHHOe BBeAeHWEe
rMAPOKOPTM30HA BHYTPUMbIWEYHO [2, 12, 78]. YpoBeHb
y6eaAUuTeNnbHOCTU peKomeHaauun — C, ypoBeHb fOCTO-
BEPHOCTU floKa3aTenbcTB — 5. [leTaM A0 2 neT rugpoKop-
TM30H BBOAMTCA B Ao3e 50 mr. leTam nocne 2 net — B 4o3e
100 mr. CTpecc-a03bl rMapokopTaoHa 50-100 mMr/m2/cyT
MOryT notpeboBaTbCs MauueHTam, nony4yaBwum 6onee
12 Mr/M2 NnpeaHn30/0Ha B CYTKM.

CumnTomaTHU4yecKoe sie4eHue

Bcem nauuneHtam ¢ M/ ¢ Bo3pacta 6 net (paHee —
npwW HaaM4YUKU NOKa3aHUM) HE3aBUCMMO OT HaNM4YMUa cepaey-
HO-COCYAMCTbIX HAapPYLWEHUI C Lenbtlo NPOOUIAKTUKN Pa3BHu-
TMS KapavMomuonaTuM MOoKa3aHO Ha3HavyeHwe npenapaToB
rpynnbl «<MHrM6mTOpPLI AMN®» [14-25]. YpoBEeHb y6eauTenb-
HOCTU peKomeHaauun — C, ypoBeHb [OCTOBEPHOCTHU
AOKa3aTenbcTB — 5.

Ona naumeHToB ¢ MAB paHHble npenapaTbl Ha3Haya-
I0TCS MPU BbISIBIEHWM NATONOMMYEeCKMX M3ameHeHun Ha IKI
unn 3xoKrl. Ha cerogHsAWHWM JeHb MHEHUS O Havyane npu-
MeHeHUs UHrnéutopos AMNP u aHTAaroHMCTOB PELIENTOPOB
aHrnoteHsuHa Il y nauymeHtoB ¢ M/ 6e3 naTtonorn4yeckux
HapyLlEeHUI cepaeyHO-COCYAMCTON CUCTEMbI pasHATCA. TeMm
He MeHee, 6bl10 NPOAEMOHCTPUPOBAHO, YTO paHHeEe Hava-
10 Tepanuu uHruéeutopamu AMNP paxe npu OTCyTCTBUM
BMAMMOW cepAeyvHOM NaToforMn NpuUBOAMUT K 3aMeaNieHnto
pPas3BUTHUS CEPAEYHO-COCYANCTbIX HAPYLEHWI Y 3TOM rpynmnbl
nauveHToB. Ans nog6bopa Tepanum TpebyeTca KOHCYNbTaLlus
Bpaya-Kapauonora / Bpada-Kapauonora geTtckoro [19, 27,
28, 36, 81].

HasHavyeHune npenapaTos rpynnbl «beta-
afpeHob6noKaTopbl» (NpeanoYTeHne oTaaeTcs npenapaTam
24-4acoBOro AencTBUA A9 YBENMYEHUS MPUBEPKEHHOCTH
Tepanuu) nokasaHo nauueHtam ¢ MAA/MAB, umetowmm
anobbl Ha MOCTOSIHHO Yy4yallleHHoe cepauebueHne, u/unm
MMEIOLWMUM MO AaHHbIM MCCNea0oBaHUsA CUHYCOBYIO TaxuKap-
[IM0 B TEYEHUE CYTOK, /NN CUCTONIMYECKYIO MUOKapananb-
Hyl0 AMCOYHKLUMIO, U/MNKn AunaTalMoOHHOE pPemMoaennpoBa-
HWEe MWOoKapaa, W/WUAN KIMHUYEeCKUEe NPU3HaKKU cepaeyvHom
HEeOCTaTOYHOCTH, C LIeNbl0 KOPPEKLMU AaHHbIX HapyLEeHUH
[2, 14-25, 34]. YpoBeHb y6eAUTENIbHOCTU pPEeKoOMeHAa-
uuin — B, ypoBeHb JOCTOBEPHOCTHU JOKa3aTeNbCcTB — 3.

YKa3aHHasa Tepanus O0/XKHa NPOBOAMTLCH B COOTBET-
CTBUKU C pa3paboTaHHbIMU KITMHUYECKUMU PEKOMEHAALUAMMU.
Ha cerogHsiWHWM 1eHb HE CYLLECTBYET cneundUYecKmx Knu-
HUYECKUX PEKOMEeHAaUWN ANs NeYeHUss cepaeyHo-CcoCyau-
CTOW natosiormu y naumeHtos ¢ M/, BBMAY HEr0 KOPPEKLUSA
[laHHbIX HApyLIEHW NPOBOAUTCH B COOTBETCTBUM C 06LMMHM
peKoMeHAaLMUSMU N0 NEeYEHNIO CEPAEYHO-COCYAUCTbIX Hapy-
lweHnn. Tak, HanpuMmep, NpU NPU3HaKax *}Kenyao4KoBon anc-
PYHKUMKM NOKa3aHO Ha3HavyeHWe 6eTa-apeHo60KaToOPOoB,
npu ABHbIX NPU3HaKax cepaeyHONn HeaoCTaTOYHOCTU MOXKET
6blTb PACCMOTPEHO MPUMEHEHWE NpenapaToB W3 Trpynmnbl
[IMYPETUKOB, aHTAaroHUCTOB anbjocTepoHa [19, 34, 36, 55,
81]. Ansa noabopa Tepanum Heo6xoanMMa KOHCyNbTalus Bpa-
Yya-Kapauonora / Bpada-Kapauonora AeTCKoro.

MauneHtam ¢ MAL4/MAB, umeloWMM HapyleHUs pUuTma
cepaua, peKoMeHayeTcs NpoBOAUTbL NOA60P aHTUaApPUTMUYe-
CKOW Tepanuu cornacHo AenCTBYIOLMM KapanoorMyecKnum
KNMHUYECKUM pPEKOMeHAAUMAM MO KOHKPETHbIM Hapylle-
HUSM pUTMa cepaLa C Lenblo KOPPEeKLMU yKa3aHHbIX Hapy-

weHnn [14-25]. YpoBeHb y6eAUTENIbHOCTU peKoMeHaa-
uun — C, ypoBeHb JOCTOBEPHOCTU fJOKa3aTeNbCTB — 5.
Ona nogbopa TepanuuM HeobxoaMMa KOHCYyNbTauus Bpaya-
Kapauonora / Bpadya-Kapavonora AeTCKOro.

Naunentam ¢ MAA/MAB, vmelWUM CUCTOIUYECKYIO
MUOKapAnanbHYO AUCOYHKLMIO C KIMHUYECKMMU NposBe-
HUSIMWM cepaedYHOV HefOoCTAaTO4YHOCTM, NMOKal3aHOo npoBeje-
HWe Tepanuu npenapatamu rpynnbl «AHTAaroHWCTbl anbAo-
CTepoOHa» C LUeNbio KOPPEKLMN AaHHOIO COCTOSAHUS [14-25].
YpoBeHb y6eAUTeNbHOCTU peKomMeHpauun — C, ypo-
BeHb JOCTOBEPHOCTU fJOKasarenbcTB — 5. [lna noa6o-
pa Tepanun Heob6xoaMMa KOHCYAbTaLMs Bpava-Kapauosno-
ra / Bpaya-Kapauosnora AgeTcKoro.

MNaunentam ¢ MAA/MAB, “MelWUM CUCTOIUYECKYIO
MUOKapAnanbHYO AUCOYHKLMIO C KIMHUYECKMMU NposaBie-
HUSMWU CEPAEYHON HEeAOCTAaTOYHOCTH, C LiENb0 KOPPEKLMM
[laHHOTO COCTOSIHUS PEKOMEHAYETCA MPOBOAMTbL Tepanuio
npenapatamv M3 rpynnbl agnypeTnkoB [14-25]. YpoBeHb
y6eauTeNnbHOCTU peKoMmeHaauunm — C, ypoBeHb JOCTO-
BEPHOCTU JOKasarenbcTB — 5. [Ina noabopa Tepanuu
Heobxo4MMa KOHCYNbTauus Bpava-Kapauonora / Bpaya-
Kapaunonora AeTcKoro.

Cpagy nocne ycTtaHOB/eHUA guarHo3a 3abosieBaHus
C Lenblo NPoOUNaKTUKKM OCTEONMEHMM BCEM MNaLMeHTaM
¢ MAA/MOB pekomeHayeTca npoBefeHWe uccnefoBaHus
ypoBHSA 1,25-OH BuTamMunHa D B KPOBM U MPK €r0 CHUKEHWUM
Ha3Ha4yeHue npenapaTtoB rpynnbl «ButammH D 1 ero aHano-
rM» MO CXemam, pa3paboTaHHbIM AN KOppeKumn aeduumnta
BuTamuHa D, unu aeduumnta ButamuHa D, npu MAA [2, 17].
YpoBeHb y6eAUTeNbHOCTU peKkomMeHpauun — C, ypo-
BEHb JOCTOBEPHOCTU fJOKa3aTeNbCTB — 5.

MNopgaepxaHve ONTUMaNbHOrO YpPOBHSA BUTaMuHa D
(30-50 Hr/mn / 75-125 HMONb/N) Ha NPOTSKEHUN BCErO
YU3HEHHOro uukna M/ nonoXuTtenbHO BAUSAET Ha Tede-
HWe 3aboneBaHNsA U Ka4eCTBO KU3HW 60bHbIX. OCHOBHbIE
KJIMHWYECKME pe3ynbTaTbl YyCTPpaHeHus aeduunTa BUTaMU-
Ha D — npepynpexaeHve pa3BnTUa ocTeonoposa (0cobeH-
HO MocJie Hayana npuema rtoKOKOPTUKOWAOB), MEPEOMOB
Tpyb4aTbiX KOCTEM W MO3BOHKOB, NPOANEHME CNOCOOGHO-
CTW X0OUTb, 6onblas 3QPEKTUBHOCTb Tepanunn 6ucdocdo-
HaTaMu, BKJOYas YMEHbLUEHME KOSIMYECTBA OCOXKHEHMM
npv NEPBUYHOM MPUMEHEHMMU Y HEKPO3OB HUXKHEW YENOCTH,
NOJSIOXKUTENIbHOE B/IMSIHUE Ha BbIPAXXEHHOCTb CMMMTOMOB
ayTUCTMYyecKoro cnektpa. [Ansg 60/bHbIX C MHOIONETHEN
Tepanuen rMIoKOKOPTUKONAaMK, HapyleHnem mMetabonms-
Ma M BOBJIEYEHWEM MEYEHW B MATONOTMYECKMI MpoLecc
BO3MOXEH NepecmoTp Tepanuu ang 6onee adbeKTUBHOIO
BOCMOJIHEHUS AedbunumTa ButammHa D [82].

Mpn BO3HWKHOBEHWM MPU3HAKOB OCTEOMEHUM U KOM-
NPEeCCUOHHbIX NEepPenoMOB MO3BOHKOB (3a4acTylo 6eccum-
NTOMHbIX WM/IM HE CBS3a@HHbIX C TAXENOoW TpaBMoW) nubo
NepenoMoB A/IMHHbIX KOCTEW C LENbi0 KOPPEKLUMU AaHHbIX
COCTOSIHMM nauneHTam ¢ MAA/MIB pekomeHayeTcs npo-
BeJeHWe Tepanuun npenapatamu U3 rpynnol 6uchocdoHaToB
[56, 83]. YpoBeHb y6eauTeNbHOCTU peKoMeHaauum — C,
YPOBEHb JOCTOBEPHOCTHU JOKa3aTenbCcTs — 4.

[lepenomMbl MO3BOHKOB, HE Bbi3BAHHbIE TAXKENOW TpaB-
MOW, U NepenomMbl ASIMHHBIX KOCTEN SBASOTCH KIAMHUYECKHU-
MU NPOSIBNIEHUSMM MOBbIWEHHOM XPYMKOCTU KOCTHOM TKaHU
[56, 83]. Ang paccMOTpeHUS BOMPOCOB O HEOBGXOAMMOCTHU
Ha3HayeHus Tepanum 1M o uenecoobpasHoM crnocobe npu-
eMa npenapatoB Heo6xoAuMMa KOHCyNbTauus Bpadva-sHAo-
KpuHonora / Bpaya-aHAOKPUHOIOra AETCKOro.

MauneHtam ¢ M v noaATBEPXKAEHHbLIM FMMOroHaAN3-
MOM C Bo3pacTa 14 neT ¢ uenbio HopManu3auuu rop-
MOHaNbHOIO cTaTyca PEeKOMeHAyeTcs MnpoBeAeHue Bpa-
YOM-3HOKPUHONOrOM 3aMeCTUTE/IbHOW T[OPMOHasbHOM



TepanuuTecTocTepoHoOM (rpynnanpenapatos«[1pon3BoaHbIe
3-0KcoaHAapocT-4-eHay) [2, 84—-87]. YpoBeHb yoeauTenb-
HOCTM peKomMeHpauuin — C, ypoBeHb AOCTOBEPHOCTHU
AoKasaTtenbcTB — 5.

JleyeHwne foNKHO 6bITb COrNacoBaHO C BPa4OM-3HL0KPH-
HO/IOrOM / BpPa4yoM-3HLOKPUHONOrOM AETCKMM. [pu Bbipa-
KEHHOM 3afepKKe MOM0BOro COo3peBaHUs y MNauWeHTOB,
noslyyatoLWwmnx Tepanmio rMioKOKOPTUKOMAAMU, Tepanus TecTo-
CTEPOHOM MOXET 6bITb paccMmoTpeHa ¢ 12 neT. HepaBHUI
CUCTEMaTUYEeCKUI aHanM3 NPoLEMOHCTPMPOBaA, Y4TO Tepa-
Nusi TECTOCTEPOHOM B LLEIOM XOPOLWO MepPEeHOCUTCS nauu-
eHTamun ¢ M/, a npeumyLiecTBa JaHHOMO Ie4eHns NPeBOC-
XOASIT BO3MOXHbIE PUCKKU Pa3BUTUSA NOGOYHBbIX IDDEKTOB.
3amecTuTenbHas Tepanus TeCTOCTEPOHOM AOJMIKHa OblTb
HavyaTa C Heb6OMblMX A03 C MEANEHHbIM MNOBbIWEHUEM
[0 CTaH4apTHOM AO3MPOBKHK [84].

HemeaukameHTO3HOE neyeHue

MpK NosIBAEHWM CNOXKHOCTEN C rNOTAHWEM MNauMeHTam
¢ M/ pekomeHayeTcs 30HAOBOE KOPMJIEHUE (KopMeHue
TAXKEeNo60NbHOM0 NauMeHTa Yyepeld UHTECTUHANbHbIA 30HA)
WY COBMELLEHME NEPOPAIbHOIO U 30HAOBOIO NUTaHKUS (MpKU
COXpPaHEeHWW afJeKBaTHOrO rMOTaHUsA U OTCYTCTBMM MOMEPXU-
BaHMS) C LeNblo HOpManu3aumun pexunma 1 npolecca nuta-
HUA [2]. YpoBeHb y6eauTenbHOCTU peKoMmeHgauuin — C,
YPOBEHb JOCTOBEPHOCTHU JOKa3aTenbCcTB — 5.

Mpun coxpaHeHun pedntoKca 1 BbICOKOM PUCKe acnupa-
UMK naumeHtam ¢ MA[J pekomeHayeTca Ha3o4yoAeHanb-
HOe 30HAOBOE KOpMJEHWE (YyCTaHOBKa Ha3oracTpanbHOro
30HAa, KOPMNEHUe TAXKeNo60AbHOro nauneHTa vyepes poT
/WA HasoracTpajbHbii 30HA) C LEeNbilo HOopmannaauuu
pexuma 1 npolecca nutaHusa [2]. YpoBeHb y6eauTesb-
HOCTH peKomMeHAaauun — C, ypoBeHb JOCTOBEPHOCTHU
AoKasaTtenbcTB — 5.

B cnyyae npu3HaKkoB BblpaxkeHHoOW aucdaruu, acnupa-
LMK, BbIPAXKEHHOrO CHUXKEHWS MaccChbl Tena Man UCTOLLEHUS
nauuneHTam ¢ M1 pekomeHayeTcs ycTaHOBKa racTpOCTOMbl
(racTpoCTOMMS) C LieNbio HOpManu3alLMmn pexxuma 1 npoLecca
nutaHus [2, 88]. YpoBeHb y6eauTesibHOCTU peKoMeHaa-
uun — C, ypoBeHb JOCTOBEPHOCTU JOKa3aTeNbCTB — 4.

MayneHtam ¢ M pekomeHayeTcs perynspHas 1 yme-
peHHas du3nYecKas aKTMBHOCTb MOA KOHTPONEM poAu-
Tenen / 3aKOHHbIX NMpeacTaBuTenen, Bpada GU3NYECKON
M peabunnTaLnoHHON MeaULMHBI UK BpaYa, BbINMOMHSAOLWE-
ro ero pyHKUMIO (CneymanucTa no MeguLMHCKON peabunu-
Tauuu: Bpaya rno ne4yedbHom GUIKyNbType U 4p.), adeKkBaTHas
COCTOSIHUIO U CTaAuK 3ab60neBaHus ¢ Luenblo obecneyeHns
Hagnexauwehn GU3n4ecKon akTMBHOCTU U NpeaynpexxaeHns
BO3HWKHOBEHUSA KOHTpaKTyp [2]. YpoBeHb y6epuTenb-
HOCTU peKomeHaauun — C, ypoBeHb JOCTOBEPHOCTHU
AoKa3aTtenbcTB — 5. Heo6xogmMma KOHCynbTauus Bpadva
GU3n4ecKon U peabuInTaLMOHHON MeaULMHbI UK Bpaya,
BbIMNOAHAOWeEro ero GyHKUMIO (cneunanucTa no MeauLmH-
CKOM peabunutaumun: Bpada Mo Jsie4yebHon UIKYIbType
uap.).

Mpu BbIABNEHHOM CcHWeHun PB < 60% nauueHTam
¢ MA4/MB/[, ¢ uenblo HOpManuM3auuMu pecnupaTopHOMm
dYHKLMKM peEKOMeHAYeTCs WMCnonb30BaHWe cneuualnbHbIX
CpeacTB (MeLWoK ANs AblxaTeNbHOro KOHTYpa MHOropa3oBo-
r0 UCMOJIb30BaHUA — MeLWoK AMOY), YCTPOMCTB AN MeXaHu-
YECKON MHCYPNAUMU-IKCyPnsaummn (MHCybasTop-acnupatop)
[36, 52, 89-91]. YpoBeHb y6e4uUTeIbHOCTU peKoOMeHaa-
uun — C, ypoBeHb JOCTOBEPHOCTHU AJOKA3aTEeNbCTB — 4.
[JaHHoe nevyeHne o6blYHO HAYUHAIOT Ha paHHEN HeaMbyna-
TOPHOM CTaguu.

Mpn ®HKEN < 50%, NKOBOM 06bEMHON CKOPOCTH BbIA0-

xa (I'IOCBHA) < 270 N/MWH WMNM MaKCUManbHOM 3KCMnupa-

TOpHOM AaBsieHnn < 60 cm H,O ¢ uesbio Hopmanusaumu
pecnupaTopHon GyHKUMM nauneHtam ¢ M pekomeHayeT-
CSl UICNONIb30BAHME PYYHbIX WAM MEXaHWYEeCKUX NpubopoB,
obneryawlmx oTKalWIMBaHWe (MHcybnaTopa-acnupartopa),
W PYYHbIX KOMMOPECCUI FPYAHOM KNETKWM WK AblXaTeNbHbIX
ynpaxKHeHu, obecnevymBalomMx peHMpPoOBaHNe, B KOMOU-
HaLUMKW C MEAULMHCKUM 3NEKTPUYECKMM acnnpaTopoMm (acnum-
paTop Ha3aibHbIA C aneKkTponuTaHuem) [36, 52, 89-91].
YpoBeHb y6eauTeNbHOCTU peKomMeHpauun — C, ypo-
BEHb JOCTOBEPHOCTU JOKa3aTenbCcTB — 5.

Mcnonb3oBaHWe oOTKawnuMBaTenen SABASETCA KpanHe
BaXKHbIM, TaK KaK cnabocCTb AblXxaTelbHOM MyCKynaTypbl
NPUMBOAMT K HEBO3MOXHOCTM HOPManNbHO OTKaWANATHCSH
W MOBbIWEHHOMY PWUCKY Pa3BWUTUS aTeneKTa3oB, MHEBMO-
HWUKU, HapyweHuto ANndPOY3MOHHO-NEPPY3NOHHOIO COOT-
HOWEHUSE M MPOrpeccun AbixaTesbHOM HEAOCTaTOYHOCTH.
OTKawnuBaTtenb 06bIYHO HA4YMHAIOT MPUMEHSATb B KOHLE
paHHen HeaMbynaTopHOM — Havasie No3aHen HeambynaTtop-
HOW cTagnn 60Ne3Hw.

B cnyyae BO3HMKHOBEHUSA CUMNTOMOB HOYHOW FMMNOBEH-
TUASILMKM MAW APYTUX AblXaTebHbIX HapyleHWi BO Bpems
cHa u npu OXEJT < 50%, mMakcMmManbHOM MHCNMPATOPHOM
AasnieHnn < 60 cm H,0, catypaumnn O, Ha MOMEHT NPOGYK-
neHnsa < 95% wnv napunanbHOM AaBeHUN 002 > 45 MM pT.
CT. naymeHtam ¢ MA4/MIB B HOYHOE BpeMSA peKoMeHAy-
eTCcsl NPOBeAeHne BCNoOMOraTenbHOM UCKYCCTBEHHOM BEH-
TUASILMM NETKUX C LeNbio Hopmanuaauuu pecnupaTopHOn
dYHKLUMK [36, 52]. YpoBeHb y6eAUTEeIbHOCTU pEKOMeHAaa-
uui — C, ypoBeHb JOCTOBEPHOCTU AOKA3aTENbCTB — 5.
[aHHble Meponpuatus 06blHHO HEOBXOAMMbI Ha MO3AHEWN
HeambynaTopHOM cTaauun 3abosieBaHus.

HeunHBa3nBHas BEHTUAALUMS C 4BYXYPOBHEBbLIM MONOXKM-
TeNbHbIM AaBneHneM (BiPAP) naymeHtam ¢ MA4,/MAE peko-
MEHAYeTCA B ciy4ae, eciin, HECMOTPS Ha HOYHYIO BCNomora-
TeNbHYI0 MCKYCCTBEHHYIO BEHTUNSALMIO NETKUX, COXpaHsaeTcs
caTypauus O2 < 95% wnu napumanbHoe aaBneHue CO2 >
45 MM pT. CT. B JHEBHOE BpeEMS, C Lefblo NPodUnaKTUKm
TMNOTPODUN TPYAHOM KNETKMU, 06NeryeHns ofblilKu U 60pb-
6bl ¢ runoBeHTUNaUMen [36]. YpoBeHb y6eaUTe/IbHOCTHU
peKomeHaauuin — C, ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTB — 5. [laHHble MepOoNpUATUA 00bIYHO HEOBXOAUMBI
Ha no3aHen HeambynaToOpHOM cTaauu 3aboieBaHmS.

Xupypruyeckoe neyeHue

C uenblo KOppeKUMU OpTONeaNYECKMX HapyLLeHni nawm-
eHTam ¢ MA4/MAB Ha ambynaTtopHOM CTaauMm 3a6oieBaHns
peKoMeHayeTcs NpoBefeHUe NAACTUKU axuioBa CYXOXM-
nvsa [36]. YpoBeHb y6eauTenbHOCTU peKoMmeHgauuin — C,
YPOBEHb JJOCTOBEPHOCTU AOKAa3aTeNbCTB — 5.

Onepaumn Ha cTONe W axMANOBOM CYXOXWIWUK
ANS KOpPPEeKLUn aKBUMHOBapycHoM gedopmauunn Hanpasne-
Hbl Ha yBenuyeHne obbema ABUXKEHWW B FONEHOCTOMHOM
cycTaBe W ynydleHue xoabObl NauneHToB. ITW onepauuu
noKasaHbl MPU COXPaHHOM CuEe YeTbiPeXrnaBon MbIWLbl
6eapa. BmewartenbctBa Ha Ta306e4pEeHHOM W KOSIEHHOM
cycTaBax 06bl4HO HE PEKOMEHAYIOTCS.

He pekomeHayeTcs NpoBeaeHne onepaTMBHOIO 1eYeHus
3KBMHOBapycHon fgedopmauun (apTpofes CTonbl U rone-
HOCTOMHOro cyctasa) nauuveHtam ¢ MAA/MAB c uenbio
ynyyleHns NO3ULMOHUPOBAHMS CTON B UHBANMAHOM Kpecne
W ONs HoweHust o6yBU Ha paHHEW HeaMbynaTopHOW cTaguun
B CBfI3M C HEBO3MOXHOCTbIO CaMOCTOSATENIbHOM XOAbObl
[36]. YpoBeHb y6epuTenbHOCTU peKomeHaauun — C,
(ypoBEHb AOCTOBEPHOCTU fOKa3aTtenbcTB — 5. [laHHoe
BMeLWaTebCTBO MOXET ObiTb CAENaHO WCKYUTENBHO
NpPY MHAUBKUAYANbHbIX NOTEHUMANbHBIX BO3MOXHOCTSAX BEP-
TUKanuMsauuu nauneHTa nocne onepaumu.
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KJIMHUYECKUE PEKOMEHAALUUU

MNpoBefeHne onepaTMBHOrO fleyeHns (apTpoaes No3Bo-
HOYHMKa (CNOHAWMNOAES) C MCMNONb30BaHMEM BWAEOIHAO-
CKOMUYECKNX TexHonornn) nauneHtam ¢ M44/MAE peko-
MEeHAYeTCS B c/lydae Hanuyus UCKPUBEHUS MO3BOHOYHOIO
cton6a 6onee 20° ¢ LeNbl0 KOPPEKLMU CKONMO3a U ynyy-
LIEeHMS KayecTBa XU3HM [36, 92, 93]. YpoBeHb y6eauTenb-
HOCTU peKoMeHpauuin — C, ypoBeHb [JOCTOBEPHOCTHU
AOKasaTenbCcTB — 4.

MNpoBefeHWe apTpoge3a NO3BOHOYHWMKA (CNoHAWNOAE-
3a) C UCMONb30BaHMEM BUAEOIHLOCKOMUYECKUX TEXHONOMMM
peKkomeHayetcs nauyveHtam ¢ MA4/MAB Ha Heambynatop-
HOW CTaguu, UMEIOLWMM UCKPUBSIEHNE MO3BOHOYHOIO CTON6A
20-30°, He gocTurwmm nybepraTa v He nosnyyYaBlUMM Tepa-
MU0 [IIOKOKOPTUKOMAAMM, C LENblo YAYYLEeHUs KayecTBa
HN3HU [36, 93, 94]. YpoBeHb y6eaAUTeIbHOCTU peKoMeHa-
uunii — C, ypoBeHb JOCTOBEPHOCTHU JOKa3aTeIbCTB — 4.

Y AaHHOWM rpynnbl NaLMEHTOB yKa3aHHas onepaums SBas-
eTcs Lenecoobpa3Hom B CBA3KM C BbICOKMM PUCKOM Mporpec-
CUpOBaHuKs cKonnoaa. MNepeaHuit CNOHANMNOAES, KaK NpaBu-
N0, He TpebyeTcs, Tak Kak CnoHAMN04e3 06bI4HO NPOBOASAT
BO BTOPOMW [eKaje, Korga oxuaaetcs He3HayuTenbHbIN
LONONHUTENbHbIN MPOAOSIbHbLIN POCT NO3BOHOYHMKA.

Y nauueHtoB ¢ MAA/MAB Ha nosgHen ambynaTop-
HOW CTaann peKomeHayeTcs usberatb XMPYypruyeckux BMe-
WaTenbCTB, HanpaBf€HHbIX Ha KOPPEKLMIO KOHTPaKTyp.
McKtoveHne cocTaBNSAOT Halnyne BbiparkeHHoro 601eBoro
CUHAPOMA, HapyweHWs LLEeNOCTHOCTU KOMHbIX MOKPOBOB,
Bblpa*eHHOro auckomdopta B CBSA3M C HemnpaBWbHbIM
NO3MLMOHMPOBaHNEM. B nepeyncneHHblix cayyasax Xupyp-
rMyecKkoe BMeLWaTenbCTBO AONYCTUMO C Lenblo npodunak-
TUKWM OCNIOXKHEHWUIA U YXYALUEeHUS COCTOSIHUS ONOPHO-ABUra-
TenbHOro annapata [36, 94]. YpoBeHb y6eAUTEeNbHOCTH
peKomeHaauuin — C, ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTs — 5.

C uenblo NeYeHUss KOHEeYHbIX CTagun cepheyHon Hepo-
CTaTOYHOCTH, YNyYlEHUA MPOrHO3a M KayecTBa MKW3HU
peKkomeHayeTca onpegensatb MNOoKasaHua K npoueaype
MCKYCCTBEHHOIO KPOBOOGPALLEHNS M/UNN TPAHCNAAHTaL MK
cepaua nauneHtam ¢ MA4/MIB ¢ 6bICTPO Nporpeccupyto-
Len cepaevyHon HegoctaTo4HocTblo 4o -1V dyHKUMOHaNb-
HOrO Knacca M Pe3UCTEHTHOCTbIO K NPOBOAMMOM Tepanuu
[14-25, 95]. YpoBeHb y6eauTe/IbHOCTU peKoMeHpaa-
uui — C, ypoBeHb JOCTOBEPHOCTHU A0KAa3aTeNbCTB — 5.

Mpu npoBefeHWN XWUPYPrMYECKOro BMmelaTenbcTBa
nauyveHtam ¢ MAA/MAOB peKkomeHayeTcs MNpPUMEHEHUe
TOTa/bHON BHYTPMBEHHOM aHECTe3MM C Lenblo npodunak-
TUKWM BO3HUKHOBEHWUSI OCNOXHEHMI BO BpeMs HapKo3a [36].
YpoBeHb y6eaUTeNbHOCTU peKomMmeHpaauun — C, ypo-
BEHb JOCTOBEPHOCTU fJOKa3aTenbCcTB — 5.

MpumeHeHne KOMOWHUMPOBAHHOIO 3IHAOTPaAxeanbHOro
HapKo3a NOBbILAET PUCK Pa3BUTUSA pabLoMHUONN3a U rnunep-
Kanmemuun. NpuMeHeHne CyKCaMeTOHMS Xnopuaa AaHHbIM
nauueHTam CTporo NPOTMBOMNOKa3aHo (BO3MOXKHO pa3BuThe
pabaomMuonusa v runepkanvemun) [96]. NposeaeHne peru-
OHapHbIX METOAOB aHecTe3uu (AnugypanbHas aHecTesus,
CMUHaNbHas aHecTe3us, CrnuMHaNbHO-3NUAYypanbHas aHe-
CTe3us) MOXKET OblTb 3aTPyAHEHO BCAEACTBME UCKPUBNEHUS
No3BOHOYHMKA. lNepes NobbiM XMPYPruyecKuM BMeLaTesb-
CTBOM Heob6XxoAMMa KOHCynbTauusa Bpaya-nyibmMoHo0ra
W Bpa4va-Kapauonora / Bpada-Kapaunosnora getckoro. Kpome
TOoro, Heo6xoAMMO 06paTUTb BHUMaHMWE, YTO y MaLMEHTOB
¢ MAA/MIB noBbIlWEH PUCK Pa3BUTUA CEPAEYHOM U AblXa-
TeNbHOW HeJOCTaTOYHOCTU BO BPEMS M NOCAEe onepaLmm.

MannnaTuBHaA MegULMHCKaA NOMOLb
MannnatnBHas nNoMolb — MOAXO4, Le/bio KOTOPOro
ABNAeTCcAa yny4ylweHne Ka4ectsa XM3HU NnayneHToB U Y1EHOB

MX CEMEWN, OKa3aBLUMXCS Nepes NNLOM KU3HEYrpoXKatoLLero
3aboneBaHnsa. 3Ta LeNb AOCTUraeTcs NyTem npeaynpexae-
HUSA 1 obneryeHus ctpagaHui Gnarogapsi paHHEMY BbifB-
JIEHWIO, TLWATENbHOM OLIEHKE U KYNMPOBaHWIO 60U U APYrUx
TATOCTHbIX OU3NYECKUX CMMMNTOMOB, a TaK)e OKa3aHWio
NcUxocoumManbHON U AyXOBHOW noaaepxku [97]. MasBHasn
3aja4ya naniMatuBHOM MOMOLLM — [JOCTUKEHME, MOAAEPIK-
Ka, COXpaHeHWe 1 MOBblIlIEHWE, HACKO/IbKO 3TO BO3MOXHO,
KayecTBa *W3HM nauneHta. OgHaKo onpeaennTb, YTO Takoe
«Ka4yeCTBO MW3HMW», MOXET TONbKO CaM MNaLMeHT, HyXaato-
mMrcs B nananaTtMBHon nomoum [98]. BaKHO He NpoTUBO-
NocTaBAATb NaNMATUBHYIO NOMOLLb Y aKTUBHOE (MHTEPBEH-
LIMOHHOE) NeYyeHne, a B3aUMHO MX AOMNOJHATb.

OKasaHue [OoCTYNHOW ManinaTUBHOM MeAULIMHCKON
nomouwu getam ¢ MAL/MAB, KOMNNIEKCHO OcCyllecTBase-
MOV COTPYAHWMKAMMW MEAMLMHCKUX OpraHu3auui M ux noj-
pasaeneHuin, oKasblBaloWMX CreunanM3mpoBaHHylo nan-
JIMATUBHYIO MEAMLIMHCKYIO MOMOLLb AETSM, peKomeHayeTcs
B perynsipHom B3aMMOAENCTBUM C CEMbEN ANs ob6ecneyeHus
noTpebHOCTEN NaLMEHTaA U ero 3aKOHHbIX NpeacTaBuUTENewn
Ha pas3nunyHbIX aTanax 3abonesaHus [50, 63, 64]. YpoBeHb
y6eauTeNnbHOCTU peKomeHgauun — C, ypoBeHb A0CTO-
BEPHOCTU JOKa3aTeNnbCcTB — 5.

MauneHtam ¢ nporpeccupyowen MAL n nporpeccu-
pytowen MAB, HyXaalowmMmcs B OKasaHuMW nasinaTUBHOM
MeAMLIMHCKON NoMOLM, HEOBX0AMMO NPOBOAUTL NMaTPOHaX
Bble3HOW MaTpoHa*HOW Opuragon OTAeNEeHWUS Bble34HOM
naTpoHaXHOM NaninaTMBHON MEAULIMHCKON NOMOLLM AETAM
C UeNblo OKasaHWs nanivaTUBHOM Chneuuann3npoBaHHOM
MeUUMHCKOM nomolwun [99-101]. YpoBeHb y6eauTenb-
HOCTU peKomeHaauun — C, ypoBeHb JOCTOBEPHOCTHU
AOKa3aTenbcTB — 4.

MEAMLMHCKASA PEABUJIMTALUA

B HacToslee Bpemsa JoKa3aHo, YTO perynsapHas yMepeH-
Has dusnyeckan Harpyska, duamyeckas Tepanusa 1 peabu-
NMTauma NnauMeHToB cNocoB6HbI UBMEHUTb TPAEKTOPMIO ecTe-
CTBEHHOro TevyeHus MAL/MIAB: npoanuTb CNOCOBGHOCTb
K CamMOCTOATENbHOMY NepeaBUKEeHUI0, NPeaoTBpaTUTb pas-
BUTUE TAXKENbIX MHBANMUAN3UPYIOLMX KOHTPAKTYP U OCNIOXK-
HEHWIN, NOBLICUTb MPOAOSIKUTENBHOCTb U KAaYeCTBO XU3HM
nauMeHToB, YNyYlnTb UX GYHKLMOHANbHbLIA U COLMANbHbIN
cTtatyc. Peanusauua aTtol KOHUEMNUMM BO3MOXHA TONIbKO
B dopmaTe nepcoHann3mpoBaHHOM GU3UYECKOW Tepanuu
N peabunuTaunu.

Llenn Heo6xoaMmMoO onpeaenaTb Kak Npu NnoBceaHEBHOM
paboTe ¢ pebeHKOM — 6osiee AONrOCPOYHblE LEnu, Tak
M C KaxablM npuxoaom pebeHKa Ha Kypc peabunutauuu
B peabunuTalMOHHbIA LLEHTP — KPaTKOCPOYHbIE U OTCPO-
YeHHble Lenu.

Peabunutauua naymeHtos ¢ MAA/MAB — KaxkgoaHeB-
Has MHoOroneTHsAs pabota cembu. MeanKuM MOryT OLEHWUTb
COCTOSIHME, 3a4aTb BEKTOP ABWMKEHMWS, COCTaBUTb CMUCOK
npoueayp u oby4nTb, HO ob6s3aTeNbHa exxeaHeBHas pabo-
Ta ceMbMl. Heob6xoaMmo BceMepHO Mnoadep:KuBaTb CEMbM,
C TeM YTO6bl OHM NOHMMaNN HEOBXOAUMOCTb KaxA0AHEBHOM
paboTbl ¢ pebeHKOM W [Aenanu Ha3Ha4yeHHble npoueaypbl
6e3 oWmnboK.

[Ons oKazaHWsa AaHHOro BMAa MOMOLLM TpebyeTcs yva-
CcTue Bpava PpU3M4YECKON U peabuIUTaLMOHHOM MeaMUMHbI,
Bpa4ya Nno MeauLMHCKON peabunuTauun an Apyroro Bpadya,
BbIMNONHAOWEro QYyHKLUMIO cneunannucta no MeauLMHCKON
peabunutauun (Bpada no nevyebHon OGUIKYNbTYpe, Bpada-
pu3noTepaneBTa, Bpaya-pednekcotepanesTa, Bpaya TpaBs-
mMaTonora-opToneja, Bpada-HeBposora 1 ap.). Bpay ¢usunde-
CKOW 1 peabunutauMoHHON MeauLUMHbI, Bpay no MeanuMHCKOM
peabunuTaumMmM WAM Bpay, BbINOMHAKOWWI ero GyHKLMIO,



OCYLLECTBASAIOT MOHWUTOPUHI U MPUMEHEHMEe NporpamMm pea-
6unuTaummn, aganTauuio/HacTpPomKy noa WMHAMBMAYasbHble
noTpebHOCTM NaLMeHTa B COOTBETCTBMU C MexayHapoaHoM
Knaccuodukaumen GyHKLMOHUPOBAHUS, OrpaHUYEHNIN XKN3HE-
aesitenbHocTv U 380poBbs (MK®P) B 3aBMCHMOCTHM OT CTaguu
3a6oneBaHus, YPOBHA MOOGUABHOCTU MU HaNWU4UsA/OTCYTCTBUSA

conyTcTBytoLmMXx 3a6onesaHun [102].

Mpn HEO6XOAMMOCTHU K KOHCYIbTUPOBAHUIO U peabunura-
LLMOHHOM MOMOLLM MOAKIOYAOTCA Bpay-HENPOXMPYpPr, Bpay
CYPAONOr-0TOPMHONAPMHIONON, a TaKKe norones, gedekTo-
Nor M gpyrue cneumnanucol.

Maynentam ¢ MAA/MAOBE Heob6xoaMma MaKcumaib-
Has noaaeprkka GYHKUMI CKeNeTHO-MbIWeYHOro annapara
AN9 NpeaynpexaeHns 1 MUHUMU3aLMU BTOPUYHbBIX OCNOX-
HEHWN (pa3BUTUE KOHTPAKTYpP, MblWEYHbIX aTpOPuin, KOM-
neHcaTopHon gedopmauun cKeneta, OCTEOMNEHWU, OCTEO-
nopo3da). MokasaHbl perynspHble ymepeHHble Guanyeckme
Harpy3ku. Mpu npoBeaeHnn peabunmTaunoHHbIX MEPONPUS-
TUM cnefyet naberatb Ype3aMepHbIX (MaKCcUMasbHbIX) Harpy-
30K, 9KCLLEHTPUYECKMUX YNpPaXKHEHUN C BbICOKUM COMPOTUB-
nexvem [103].

Metogbl peabunutauun MAAL/MOB genartca Ha HeTex-
HUYECKME (K HUM OTHOCATCA PpU3nyecKasa Tepanusa — neveb-
Has ¢uU3KynbTypa, xoAbba, MnaBaHWe, Benocunen wu ap.)
M TeXHUYECKUE (OpTe3MpoBaHME KOHEYHOCTEN), a TaKxKe
MeXaHW4YecKkne n pobOoTU3UPOBaAHHbIE METOAbI (MexaHoTe-
panus, BepTUKann3daums, NnpuMeHeHne peabunmutauMoHHbIX
TPEeHaXKepoB.).

Mpu npoBeaeHnn peabuUIUTaALUOHHBIX MEPONPUATUIN
HeobxoaMmo:

e CcTapaTbCs BCTPOUTb GU3UYECKYIO Tepanuio U perynsap-
HYl0 GU3MYECKYI0O aKTMBHOCTb B MOBCEAHEBHYIO aKTUB-
HOCTb pebeHKa, chopmMMpoBaTb Ha UX OCHOBE 06pas ero
KU3HMU;

®  Y4yuTbiBaTb, YTO AOMWMHMPYIOLMM CUMNTOMOM Y AeTew
ABNAETCS YCTaNoCTb, @ 3HA4YUT — pacnpenensite Guaun-
YeCKYIO Harpy3Ky Ha BeCb [€Hb (<MOHEMHOTY, HO 4acTo»);

° [eilcTBOBaTb ynpexjaownm o06pa3om — CTaBUTb Lenu
peabunuTaumMmn Ha OnMXKamlmMe HECKONbKO MecCsLEB
C y4€eTOM TEeKYLLErO CKENETHO-MbILWEYHOro cTaTyca nauu-
€HTa U NPOrHO3UPYEMbIX YXYALLEHWUNA.

PeaGunutauuoHHble NporpamMmmbl
B 3aBMCMMOCTM OT BefylMX KAMHUYECKUX CMMMATOMOB
nauneHtam ¢ MAA/MAOB MoryT 6biTb Ha3Ha4YeHbl pasny-

Hble peabunuTaunoHHbIE NPOrpPaMmbl.

1. MeToabl dn3nyecKkon peabunmtaymm:

® aKTMBHOE W MacCUBHOE pacTArMBaHue (caMocTosATeb-
HO€ M C MOCTOPOHHEN Momollbio) 5—6 pa3 B Heaento
He MeHee 60 C Ha KaXayto MbllLeYHyto rpynmny;

® ANWUTENbHOE BbITSXEHWE C MCMONb30BaHWEM MO3MULMO-
HUPOBAHMS, WMHUPOBAHUS;

° OpTe3UpoBaHWE U TENMUPOBAHUE;

° npucnocobneHns ans BepTUMKanu3auuu (BepTukanunaa-
TOp, KpoBaTb-BepTMKann3aTop, napanoanym-BepTUKa-
nnsartop), Xoabobbl U opToneanyeckas obyBb;

° KWHe3uoTepanusa, B TOM Yucie TMApOKMHe3noTepa-
nusa (neyebHas OU3KynbTypa B 6accenHe; NpoBOAUTCS
npu Temnepatype Boabl 30—-33 °C, 4TO ABNAETCH ONTU-
ManbHbIMK TEMNEPATYPHbIMU paMKaMK A9 Hauny4we-
ro metabonuama Mmblilwl) Npu 3abosieBaHUAX cepaua
W nepuKkapaa, rmagpoKMHe3noTepanus ¢ UCNONb30BaHM-
€M MOoABOAHbIX TPEHaXepoB Npu 3aboneBaHuUsax cepaua
W nepuKkapaa;

° MexaHoTepanusi, 6e3Harpy3o4yHble MOTOMETOAbl (Mexa-
HoTepanus, poboTU3NPOBaHHAA MexaHoTepanus, anna-
paTHble CTaTO-KMHETUYECKNE Harpy3Ku, neyebHas dus-

KynbTypa C WCNOMb30BaHMEM TpeHaxepa, nevyebHas
MexaHoTepanusa B BOAE), TPEHUPOBKM C BUONOrMYECKOM
06paTHOM CBA3bID MO KOOPAMHALWK OBUXKEHUW (CTa-
6unonnatdopma) ana nogaeprkaHus GyHKUMOHaNbHbIX
BO3MOXHOCTEN MbIWL, M YAYYLWEHNUS KOOPAUHALMK ABU-
YEHUN, TPDEHUPOBKM C BUONOTMYECKOM 0BPAaTHOM CBA3bIO
MO ONOPHOM peaKLuK, ynparKHeHUS ne4yebHon GUSKYb-
TYpbl C UCMONb30BAHNEM NMOABECHbIX CUCTEM, UMUTALMUS
X04b6bl CO cTabunulauunen, banaHcorepanus.
dusnyecknme Harpysku: ansg npeaoTBpalleHus aTpo-
UK M BTOPUYHBIX OCNOXKHEHUIN NALMEHTbI C COXPaHHOWM
CNOCOBGHOCTbIO K CaMOCTOATENbHOMY NEepeaBUKEHMIO
W MauueHTbl Ha paHHen cTaguMu NoTepu CnocobHOCTU
K CaMOCTOSITENIbHOMY MEPEABUKEHUIO AOMKHbI perynsp-
HO 3aHMMaTbCs YKpenaeHMem Mblll, B cybMaKkcumanb-
HOM (N1erKOM) peXKMMe Noj HabntgeHNneM MHCTPYKTOPOB,
MEAMLMHCKOro nepcoHana nam oby4eHHblX poguTenen.
JleyebHas dpusKynbTypa:

npu 3aboneBaHUsX cepaua M nepukapga: MHAWBUAY-
alibHble 3aHATUS NeYyebHON GUIKYNLTYPOM, rpynnoBble
3aHATUS Nle4ebHON GUBKYNLTYPOR, ie4ebHana GU3KYIb-
Typa ¢ 6uonorn4yeckon ob6paTHOM CBSA3bIO, JleyebHas
U3KyNbTypa C UCNONb30BAHUEM TPEHAXKEepPOB, TPEHU-
pOBKa € 61oI0rnM4yecKon obpaTHOM CBA3bLIO NO Cruporpa-
duyecknm nokasatensim, TPEHUPOBKA C BUONIOrMYECKOM
0o6paTHOM CBA3bIO MO reMOANMHAMUYECKMM NoKa3aTensim
(apTepunanbHoe aaBneHune);

npu 3ab6oneBaHUsX GPOHXONEroYHOW CUCTEMbI: WUHAM-
BUAyanbHOE 3aHATUE le4ebHOM PUIKYNbTYPOM, rpynno-
BOE 3aHATUE NnevyebHON GUIKYNLTYPON, MexaHoTepanus,
MexaHoTepanusa Ha MNpPOCTEMIMX MexaHoTepaneBTuye-
CKMX annapaTax, MexaHoTepanus Ha 6/10KOBbIX MEXaHo-
TepaneBTUYECKMX annapartax, nevyebHas GU3KybTypa
¢ 6M0N0rMyecKomn obpaTHOM CBA3bIO, TPEHMPOBKA C BMO-
JIOTMY4ECKON 06paTHOM CBA3bIO N0 AMHaMOrpadu4ecKum
nokasartesnsam (Mo cuse), TPEHUPOBKA C BUONOrM4YeCcKom
06paTHOM CBSA3bID MO OMOPHOW peaKkuUWnKn, TPEHUPOBKA
¢ 6MOSIOrMYecKon obpaTHOM CBA3bID Mo nogorpadu-
YeCKMM MnoKa3zaTensiM, TPEHUPOBKa C 6GMONOrMyecKowm
o6paTHOM CBA3bID MO KWHE3MONOrnyeckomy obpasLy,
TPEeHUpPOBKa ¢ 6GUONOrMYeCKOM 06paTHOM CBA3bIO MO Crn-
porpadunyecknum nokasatensiM, TPeHWpoBKa ¢ 6uoo-
rMYECKOMW 06paTHOM CBA3bID MO reMOAUHAMWUYECKUM
nokasatensim (apTepuanbHoe pJaBieHue), nedvebHas
dU3KynbTypa € MCNOMb30BaHMEM annapatoB M TpeHa-
KEpPoB;

npu adasuu, AU3apTpuu: WMHAMBUAYasbHOE 3aHATUE
nie4ebHon PUBKYNbTYPOH, TPEHUPOBKA C BUOTOrMYECKOM
o6paTHOW CBA3bl0 MO 3neKTpomuorpadun, TPEHMPOBKA
¢ 61onorn4yeckom obpaTHOM CBA3bIO MO ANEKTPO3IHLEeda-
norpadun, TpeHUpoBKa ¢ 6GUONOrMYecKon o6paTHOM CBSI-
3bl0 MO cnuporpadpuyecKkumM noKasaTensiMm, TPEHMPOBKA
€ 61MoNornyecKomn ob6paTHOM CBA3bIO NO reMoguHaMu4e-
CKMM NnoKaszaTensMm (aptepuanbHoe gaBieHue);

npu aucdaruu: TPEHNPOBKa ¢ BUONOrM4ecKon obpaTHOM
CBA3bt0 N0 aneKTpomuorpadum [104];
BOCCTaHaB/MBalOWME YNParKHEHUS pPeKpeaunmoHHOM
HanpaB/IEHHOCTH.

Jloronegnyeckne 3aHATUA MNPU HaIMYUU HapyLlEeHWR
peuyu, rMoTaHus, XeBaHus, canmBaLmu.
Cypaonormyeckoe COMPOBOXAEHWE MPU HapyLlEeHWUH
cnyxa.

[dedeKTonornyeckme 3aHATUA NPU HaNIUYUKU KOTHUTUB-
HbIX HapyLEHWN.

dusnotepaneBTUYECKME METOAbI peabunutaymu:
NoKanbHble TennoBble NpoLeaypbl: anniuKauun o3e-
KepuTa, napadwuHa, GanbHeonpoueaypbl, TepmasbHble
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BaHHOYKM (Hanpumep, napadrHO-030KePUTOBAS anmniu-

Kauwus), Bo3aencTeme napadmMHOM Ha KMCTU MAK CTOMbI

(napadunHoBas BaHHOYKA), BaHHbl MUHEpPasibHble fieveb-

Hble;

° urnopednexkcorepanus.

Xupypruyeckoe BMeLwaTeNbCTBO MPU HaNUYUKU CKeneT-

HblX gedopmaL it (COrnacHO COOTBETCTBYIOLMM KIAUHM-

YECKMM peEKOMEHAaLNAM) — CM. pa3aen «<Xupypruyeckoe

neyeHuer.

9. BcnomoratenbHble NpucnocobaeHns 4N KomneHcaumm
GYHKLUMIM M aganTaymu:

° Kpecna-KONsiCKK, ynpaBisieMble MauMeHTOM, Kpecna-
KOMSICKK, ynpaBnsieMble nauuMeHToM / CONpoBOXAato-
WUM IULIOM (PYYHbIE Kpecna-KoNsCcKu);

® Kpecna-KonsiCKW C afleKTpoasuratenem, ynpasnsemble
nauneHToM / COMNpoBOXAAOWNUM AMLOM (MOTOPU3NPO-
BaHHblE Kpecna-KoNsaCKK);

® KpoBaTW C 3NEKTPONPMBOAOM ajanTalMOHHble, Kpo-
BaTW ajanTaLuMOHHbIE C PYYHbIM yrNpaBfiieHWeM, KpoBa-
TM 6OSIbHUYHbIE MexaHU4ecKue, KpoBaTu 6OJSIbHUYHbIE
C TMAPaB/MYECKMM MNPUBOLOM, KpPOBaTW OONbHUYHbIE
CTaH4apTHble C 3NEeKTPOMNpPUMBOAOM (aBTOMATUYECKHM
perynupyemsble KposaTw) [105].

Mpn dopmynmpoBaHMM peabunnTaLMOHHOrO AuarHosa
no MK® u paspaboTke vHAMBWAYaNlbHON peabunnTaLmoH-
HOW NPOrpamMMbl BaXKHO paHKMpoBaTb NaLMEHTOB Mo cTene-
HX MOBUIBHOCTK:

° xoasyme (ambynatopHas cTagus);

° cuasayue (paHHaa HeambynatopHasa cTagus);

° Jfexayue (No3gHas HeambynaTopHas ctagus).

[aHHaa byHKUMOHanbHaa KnaccudbuKauus no3Bonser
KOHKpeTu3nMpoBaTb 3ajayu peabunutaumm ans onpege-
NEHHOro nauMeHTa ¢ y4eTOM ero BO3MOXHOCTEN U NoTpe6-
HOCTEN.

PerynspHo npoBogaTtcs dusnotepaneBTUYECKUE MPO-
ueaypbl, MEAUUMHCKUIA Maccax, nevyebHas GU3KybTypa,
noroneaus, pecnupatopHas Tepanusa (abixatenbHas ruMHa-
CTUKa), 06y4yeHne caMOOOBCNYKMUBAHUIO U MCMNONb30BaHMIO
BCnomMoraTtefibHblX NPUcnocobaeHni (3aBUCHUT OT Bo3pacTa
pebeHKa). [lo NnoKasaHuUsiIM — 3aHATUSA C Noronegom, Bpa-
4OM CYpPA0SI0rOM-0TOPUHONAPUHIOSIOrOM.

HeunHBasnBHas pecnupaTopHas NoAAepKKa (co3paHue
NONOXMUTENbHOIO AaBNEHUS Ha BbIOXE) — MpPWU PasBUTUM
runokcemun. Cnegyet o6y4nTb poauTenen paboTe ¢ oTKall-
nvBartenem unn Mewxkom Amoy.

Bonblwoe 3HavyeHne UMeeT npaBuibHbIM 06pa3 XuU3-
HW C ajeKBaTHbIM pacnpefeneHueM Harpys3oK, 3aHATUS-
MW nle4eBbHON GUIKYNbTYPOW MOA4 KOHTPOSEM MHCTPYKTOpa
no ne4yebHOM GUBKYNbTYpeE.

Ho4yHble WWHbI (TONEeHOCTOMHbIE TYTOPblI MW OPTE3bl)
npefoTBpaLLaloT pasBUTME KOHTPAKTYpP B rOMIEHOCTOMHOM
cycTaBe.

Mocne noTtepn CNOCOGHOCTM MNepeaBuraTbCs MOXKHO
MCNONb30BaTb AHEBHbIE LWWHbI, HO TOIBKO HEe AN NauueH-
TOB, KOTOPbIE elle MOTryT XOANUTb.

ONWHHbIE WWHBI ANA HOr (KOMIEHHO-rOeHOCTOMNHbIE
opTe3bl (OpTE3bl AN HUXKHEW KOHEYHOCTH)) MCMONb3YITCH
B Nepuof, Koraa O4eHb C/IOXKHO MM HEBO3MOXHO XOAMTb.
MpUMeHeHne TaKkMx OPTE30B MOXET NPeaoTBpaTUTL gedop-
MaLMI0 CYyCTaBOB.

YcTpoincTBa AN CO3[4aHUs CTOSYEro MoaoXeHusa (Bep-
TMKaNnM3aTopbl, Kpecna ¢ 3NeKTPUYECKUM NPMUBOAOM, MpU-
Ccnoco6ieHns 4Ns NOMOLLM NPU BCTaBaHUKN) PEKOMEHAYIOTCS
B C/lyyae, Korja nauneHT y3Ke He MOXKEeT XOA4MTb.

Mpu noaBneHun crubatenbHblX YCTAHOBOK W Tyronog-
BWXXHOCTM B Nanblax PyK NPMMEHSIOTCA NoaAepK1BatoLme
WWHbI NS KUCTK (OpTe3bl 419 BEPXHEN KOHEYHOCTH).

PerynapHoe HabniogeHne 3a OCaHKOW — npeaynpex-
aeHne GopMMPOBaHUSA CUMMETPUYHBIX KOHTPaKTYp Yy nauu-
€HTOB, KOTOpble CMOCOGHbI nepenBuratbcs, npaBuibHas
no3a CUAEHUS B Kpecne-KoNsicke, KoTopas noaaepxusaet
NMO3BOHOYHYIO M Ta30BYID CUMMETPUIO, @ TaKXKe BbITArM-
BaHWe MO3BOHOYHMKA. Mcnonb3oBaHne duKcalmMum No3Bo-
HOYHMKa (MPUMEHEeHWe KOPCETOB) He SABMAETCH ajlbTepHa-
TMBOM AN NPOBEAEHMUS M OTKNafblBaHWS XMPYPruyecKoro
BMelLaTeNbCTBa, HO MOXET NMPUMEHSATLCSA B ClyyasX, Kor-
[a XMpypruyeckoe BMelwaTte/lbCTBO HEBO3MOXKHO WK elle
He BblGpaH onTUMasnbHbI METO4 ero NpoBeAeHus.

Bcem nauuneHtam ¢ MA4/MAE ¢ uenblo cocTaBneHus
nnaHa peabunuMtaunn pekomeHayeTcs npuem Bpada dbusu-
4YeCKOM 1 peabunnTaLMoOHHON MeANLMHbI MK Bpaya, BbINos-
HAOWero ero QyHKUMIo (cneuuManucta nNo MeauLMHCKON
peabunuTauuun: Bpada no nevyebHon GUIKyIbType U ap.), —
nepBUYHbI M NOBTOPHbLIV [106]. YpoBeHb y6eAUTEeNbHOCTH
peKkomeHaauui — C, ypoBeHb AOCTOBEPHOCTU lOKa3a-
TenbcTB — 5. B 3aBMCMMOCTM OT NOKa3aHWM MOryT npume-
HATbCS METOAbI, NepeYncIeHHble B HavYane pasaena.

MeponpuaTtua no agantauuun K yCNOBMSM MaKpocpeabl
pekomeHaytTca nayveHtam ¢ MA4/MAB, nmeowum aBu-
raTenbHble HapyLUEeHUS, C LeSbio NMOBbILLEHUS Ka4eCTBa 13-
HM [106-108]. YpoBeHb y6epuTebHOCTU peKoMeHpaa-
uuin — C, ypoBeHb JOCTOBEPHOCTHU AI0KA3aTEeNbCTB — 4.

Heo6xoaMmMbl MeponpuaTMa No agantauuu LOMalHeN
(M ppyron OKpyrKatouwen) o6CTaHOBKKU ANns obecnedyeHus
MaKCUMasibHON HEe3aBMCUMOCTM NaLMEeHTOB 3a cYeT 6e30-
NacHOCTU U AOCTYMHOCTM BCEX HEOOXOAMMBIX UM CPEACTB.

Bcem naumeHtam ¢ MA4/MAE pekomeHayeTcsi NpoBO-
OWTb NPOOUNAKTUKY Pa3BUTUSA KOHTPAKTYp C LEblo ynyy-
LIeHMs KayecTBa XKU3HM [1, 2, 106]. YpoBeHb y6eauTenb-
HOCTU peKomMeHAauuin — C, ypoBeHb JOCTOBEPHOCTHU
AOKa3aTeNnbCcTB — 5.

Heob6xoanMmo npoBefeHne perynsipHbix (4—6 pa3 B Hepe-
N110) NPOPUNAKTUYECKNX PaCTAXKEHUN B 061aCTU NOAbIXKEK,
KONneH u 6eaep, 3ansacTuin, pyk u weun. O6yyeHne poaute-
el U NauMeHTOB NPaBUIbHOMY BbIMOJHEHUIO PACTAKEHUI
LOMKHO NPOBOAMTBCSH BpavyoM GU3MYeCcKon M peabunu-
TaLUMOHHOM MeAWUMHbI WA BpayoMm, BbIMNOAHSAOWMWM €ero
dYHKUMIO (Cneunannuct no MeauUMHCKOM peabunutaumu:
Bpay no ne4yebHon GUIKYNbLTYpPE U Ap.), NOC/e Yero AaHHble
yrnpaxKHeHUs enatTcsa Ha perynsapHoi ocHoBe. PerynspHoe
1 NpaBUIbHOE BbIMO/HEHWE PACTAXEHUI ABNSETCS BaXKHEN-
LWKXM ycnoBrUEM NPODOUNAKTUKMN Pa3BUTUS KOHTPAKTYP.

Ons nopgaeprkaHua NpaBUIbHOIO MNOJIOXKEHWUS CycTa-
BOB M NPaBWIbHOIMO NO3WLMOHWPOBAHUS C Leblo npeay-
npexgeHns GopMUPOBaHWUS KOHTPaAKTyp BCEM MaLMeHTam
¢ MAA/MOB pekomeHayeTcs MCNoNb30BaHWe OpTe30B
N5 BEPXHUX U HUXKHUX KOHEYHOCTEN (0pTE3 ANS NOKTS/3ans-
CTbSl / KMCTU PYKM U opTe3 ang 6eapa/KoneHa / rosieHo-
CTOMHOro cyctaBa / CTOMbl) U/WUAKN WKWH (lWUMHA C NOAJOMXKKOM
MHOropa3oBoro ncnonb3oBaHua) [1, 2, 109, 110]. YpoBeHb
y6eauTeNnbHOCTU peKomeHaauun — C, ypoBeHb AOCTO-
BEPHOCTU fA0Ka3aTeNbCcTB — 4.

OpTesbl NpeacTaBnaioT cobow TeXHUYECKUe cpeacTBa
peabuauTauun, UCNonblyemble AN U3MEHEHUS CTPYKTYp-
HbIX 1 GYHKLMOHAaNbHbIX XapaKTePUCTUK HEPBHO-MbILLEYHON
M CKeNneTHoM cucTeMm u obecnedymBatloLliMe, B 3aBUCMMOCTH
OT MEAMLMHCKMUX NOKa3aHUI, OPTONEANYECKYIO KOPPEKLMIO,
pasrpysky, duKcaumio, aKkTMBM3aLnto ABuUrateNibHblX QyHK-
unin. CymmapHoe BpeMsi HaxoXKaeHus B opTe3ax Ans amoy-
NnaTopHbIX NaLMeHToB — 5 pa3 B Heaento Ao 8—12 4 B AeHb.

OpTe3bl AOMKHbI M3roTaBAMBaTbCH WHAMBUAYANbHO
4N KaXKAOro nauueHTa nof KOHTposnem Bpada odwusunye-
CKOW M peabuUnMTauMOHHOW MeaWLMHbl UK Bpaya, BbiNoN-
HAOWero ero QyHKUMio (cneuuManucta nNo MeauLMHCKON



peabunutaumun: Bpada no sevyebHon PpUIKynbType U ap.).
Y am6ynaTtopHbIX NaLMEHTOB NPUMEHSAOTCS A9 PaCTAKEHUS
B HOYHOE BpeMS.

[MpuMeHeHne roNeHOCTOMNHbIX OPTE30B B AHEBHOE BPEMS
MOXET MCMONb30BaTbCA ANA PACTAXKEHUS MAU NO3ULMOHMU-
poBaHus Ha HeaMbBynaTopHOW cTaaum 3ab6oneBaHus.

MpuMeHeHWe KONEHHO-TONEHOCTOMNHbIX OPTE30B BO3-
MOXHO Ha no3aHen ambynaTtopHOW M HeamOynaTOpHOM
ctagun. Bo Bpems HeambynaTtopHOW cTaguMM MOryT ObliTb
MCNOMb30BaHbl WWHblI Ha 3andcTbe WAWM PYKY AN pacTs-
EHUS AJIMHHbBIX W 3ansacTHbIX crubaTenen/pasrubartenen
nanbues. CepuitHOE TUNCOBaHUE MOXKET MNPUMEHATLCS
KaK Ha ambynaTopHOM, Tak U Ha HeaMbBynaTopHOW CTaguK.

MauymeHtam ¢ MAL/MIAB pekoMeHAyeTcs paccMoTpeTb
OKa3aHue ycnyr no MeguUMHCKOM peabunutauuu peten
C HenpoopToneanyecKomn naTosornen metogamu ne4ebHoro
TENNUPOBaAHKA C LLeNbl0 YMEHbLIEHUS Harpy3Ku Ha MbllLbl
[111]. YpoBeHb y6eauTeNbHOCTU peKkomeHaauun — C,
YPOBEHb JOCTOBEPHOCTU AOKa3aTenbcTB — 4. [laHHasd
MeToAMKa MOXET ucrnonb3oBaTbea y geten ¢ MAA4/MAB.
Tenn (neHTa aare3vBHas 4/ KUHE3UMOTENNUPOBAHUS) CrO-
cobeH MpuvHMMaTb Ha cebs YacTb HarpysKu MbllLbl, TeM
caMblM JaBas nauMeHTy No4yBCTBOBaTb paboTy 3TON MblLu-
Ubl.

B 3aBuMCMMOCTM OT cTeneHu MOBWMIbHOCTWM MNauneHTam
¢ MAA/MAB pekomeHAyeTcs NpUMeEHeHue peabunuTauu-
OHHbIX M afanTUPOBaHHbIX AN WMHBANMLOB MEAMLMHCKMX
nsgenun (Beptukanuadartop, KpoBaTb-BepTUKanusartop,
napanoanym-BepTUKanM3aTop) ¢ Uenbld MaKCUMManbHOro
COXpaHeHUs BO3MOXXHOCTU BeEpTUKanu3aunn[l, 2]. YpoBeHb
y6eauTeNnbHOCTU pekomeHaauuin — C, ypoBeHb AOCTO-
BEPHOCTU fl0Ka3aTeNbCcTB — 5.

[Mpn 3a6oneBaHUaX GPOHXONErOYHOM CUCTEMBI, Cepa-
ua v nepukaga nauueHtam ¢ MAA/MOB pexkomeHayeT-
ca nevyebHaa OGU3KynbTypa (ApPeHUpylowne abixaTesbHble
ynpaxKHeHus) ¢ Lenbio ynydleHns GyHKLUMKU AblXaHnsa 1 cep-
[€4YHO-COCYANCTOM CUCTEMBI, a TaKKe o6Lero Guan4eckoro
coctosaHma [1, 2, 112-115]. YpoBeHb y6enuTe/IbHOCTU
peKkomeHpauui — A, ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTB — 2.

HeobxoamMmo naberatb ynpaxHeHWn ¢ BbICOKMM COMpo-
TUBNEeHWeM, o0693aTeNbHO CNeguTb 3a BblINONHEHUEM
ynpaxHeHUn BO U36eXaHWe nepeHanpsixeHus. KpaihHe
BaXHO MMETb AOCTATOYHbIM OTAbIX MEXAY YNparKHEHUSMU,
a TaKXe cobnogaTb OCTOPOXKHOCTb B OTHOLEHWW MOTEH-
LlMaNbHO CHUXEHHOW KapAauopecnupaTtopHoOM cnocobHOCTH
M pUCKa MOBPENKAEHUS MbllL, Aaxe MNpu XOpoweMm Kau-
HUYECKOM (YHKLMOHMPOBaAHMU. BO3MOXKHbI Takve BUAb
aKTMBHOCTKM, KaK nnaBaHwWe, e3ha Ha Benocunege [106,
114, 116]. 3aHAT1s NnaBaHWeM NoSIe3Hbl U MPUATHBI NaLm-
eHtam ¢ MA4/MAB. Boga HenTpanudyet AeWCTBUE CUIbl
rpaBuTauMK, 4TO MO3BOASET pebeHKy Mo-APYyromy Mno4vyB-
CTBOBaTb CBOe Teno. lnaBaHue — xopolwas asapobHas
TpeHWpoBKa. ATO BapuMaHT aKTUBHOW nevyebHOn OUIKYb-
Typbl ana pebeHka ¢ MA4/MAB. Kpome Toro, nnaBaHue
NoBbIWAET 3IMOLMOHaNbHbIN GOH aeTen. MeTog He umeet
abCoNoTHBIX NpoTuBonokasaHun npu MA4/MAB. MNepBble
HECKONbKO 3aHATUIM AOMIKHbI NPOXOAUTL HE TONbKO C poau-
TEeNSAMU, HO U C MHCTPYKTOPOM, KOTOPbIN 0BYYUT poauTenen.
MNepepn KaxabiM 3aHATMEM HEOOXOAMMO OLLEHWUTb coMaThye-
CKoe 6narononyyue pebeHKa.

Mpyv HanWyuuM peyeBbiIX HapyWeHWHn nauuveHTam
c MAA/MAB pekomeHayloTcs perynspHble 3aHATUS € J10ro-
nefoMm, Npu Heo6XxoAMMOCTM — MpPUEM (OCMOTP, KOHCYNbTa-
LuMsa) Bpava CypAosora-oTopuMHONapMHronora nepBUYHbIN
M NOBTOPHbIN C LEeNbio AUAarHOCTUKKM U KOPPEKLMU CUMNTO-
MOB MEPBUYHON U BTOPUYHOW 3a[EPIKKM PEYEBOro pasBu-

TWS, TaKMX Kak au3apTtpus, Ha GpoHe 3aboneBaHusa [2, 46].
YpoBeHb y6eauTeNbHOCTU peKomMmeHpauun — C, ypo-
BEHb AOCTOBEPHOCTU JOKa3aTenbCcTB — 5.

MauneHtam ¢ MA4/MIB MoryT npoBOAUTLCS:

° MeAMKO-oroneanyeckoe nccnegoBanune npu aucdarum,
adasunu, au3apTpuu;

° MeAuKo-noroneguyeckasa npoueaypa npu agucdaruu,
adasunu, au3apTpuu;

° MeAMKO-floroneanyeckas TOHanbHO-PUTMMUYECKAs MPo-
ueaypa;

° MeAMKOo-fioroneanyeckas npoueaypa C MCNONb30BaHU-
€M MHTEPaKTUBHbIX MHOOPMALMOHHbBIX TEXHONOMMHN.
Bcem nauyumeHtam ¢ MAL/MOBE pekomeHAoBaHbI

npU HEOBXOANMOCTHU PEryAsSPHblE 3aHATUS C MEAULMHCKUM

NCUXOJIOrOM C LLeNbl0 KOPPEKLIMM MCUXONOTMYECKOr0 COCTO-

AaHuA [1, 50, 117]. YpoBeHb y6eaUTe/IbHOCTU PpEeKOMeHAa-

uui — C, ypoBeHb JOCTOBEPHOCTHU AOKA3aTE/NIbCTB — 5.
Mcuxonornyeckas noadepiKKa ABNSAETCS BaKHbIM ane-

MEHTOM YyCNeLwHon coymannsaummn naumneHtos ¢ M44/MIb.

Kpome TOro, oHa MOXeT noTpeboBaTbCs U POACTBEHHUKAM

nauuneHTta. CnegyeT perynsgpHo NpoBOANTb OLLEHKY NCUXONO0-

rMYEeCKOro ctaTyca nauueHTa u ero 61M3Knx, BOBPEMS OKa-
3blBaTb MCUXONOMMYECKYI0 nomoub. Mpu HeobXxoauMocTu

MEAMKaMEHTO3HOM KOPPEKLIMMU MCUXMYECKMX PaCCTPOMCTB

LOMIKEH NpuUBAEeKaTbCs Bpay-ncuxmaTtp.

Pea6bunutauua amoynaTopHbIX NaLMEeHTOB

[Ansa am6ynaTopHbIX NaUMEHTOB COXpaHAEeTCs MPUopwU-
TETHOCTb MPUHLMUMNOB PErynsgpHON yMePEHHON GU3NYEeCKOon
Harpy3ku n BHeapeHns Gruanyeckon Tepanum B NoBCeaHEB-
HYIO KM3Hb pebeHKa C Lenblo YBeNUYeHnUs NpogoKUTENb-
HOCTM aMbynaTopHOro nepuoga v NPoPUNaKTUKKU BTOPUY-
HbIX OCNOXHEeHUN 3aboneBaHns. PeabunnTaunMoHHbIe Lenu
ans ambynaTtopHblX NaLneHToB:
® MOBbIWEHNE BbIHOCAMBOCTH / TONEPAHTHOCTH K dU3nye-

CKWUM Harpyskaw;
® MOBbIWEHNE MOBUIBHOCTH;

° 3ameffieHne NporpeccrpoBaHns MblleYHOn cnabocTy,
notepu QGyHKUMM M dopmupoBaHusa atpoduin 6esnen-
CTBUS;

° yayyweHue GyHKLMOHUPOBAHUS PYK W HOT;

° coO3jaHue YCN0BUI ANS pa3BUTUS U HOPManbHOro GyHK-
LLMOHMPOBAHMA BHYTPEHHWX OpPraHoB W npegynpexae-
HWe CKONMOTUYeCcKon aedopMaLm NO3BOHOYHMKA;

° paspaboTKa cycTaBOB M MNpodunakTuka obpas3oBaHus
KOHTPaKTyp;

* dopmMupoBaHue 1 nogaepraHme CUMMETPUYHOCTHU NO3bl;

°  npodunakTMKa U KOPPEKLUS KOTHUTUBHbLIX U pPeyveBbIX
HapyLleHWi;

* 06y4yeHue OblITOBbIM HaBblKaM M HaBblKam camoo06Chy-
KMBaHUA B cpeje.

AmM6ynaTopHbIM nauneHtam ¢ MA4,/MAB ¢ uensto obner-
YeHus ABUraTenbHOM aKTMBHOCTM PEKOMEHAOBAHO Holle-
HWe Nerkon u ynobHon nnéo optoneanyeckon obysu [106,
118]. YpoBeHb y6eauTeNIbHOCTU peKomeHpauun — C,
YPOBEHb JOCTOBEPHOCTHU AOKAa3aTeNbCTB — 5.

B HOYHOE Bpemsl peKomeHAyeTCcs MCMnonb3oBaTb OpTe-
3bl 419 FONEHOCTOMHbIX CYCTaBOB C LENblo 06neryeHuns
N coxpaHeHus xoabb6bl [106, 119]. YpoBeHb y6eauTeb-
HOCTU peKoMeHpauuin — C, ypoBeHb JOCTOBEPHOCTHU
AOKasaTenbcTB — 5.

Mpn orpaHM4eHHOM BbIHOCAMBOCTU WK NpU Heobxoau-
MOCTU NepeaBUKeHN Ha 60/bLUME PACCTOSHUS C LieNblo yBe-
NIMYEHUS MOBUIBHOCTU PEKOMEHYeTCS NPUMEeHeHne agan-
TUPOBAaHHbIX CPEACTB MEPEABUKEHUA — KpPEeCen-KONSCoK
aKTMBHOIO TUNa (Kpecna-KonsiCKW, ynpasasemble nauueH-
TOM, Kpecna-KoNsiCKK, ynpaBnseMble nauneHTom / ConpoBo-
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KJIMHUYECKUE PEKOMEHAALUUU

XKOQOWKMM ULOM (PYYHbIE Kpecna-KOoMSiICKK); Kpecna-Kons-
CKM C py4YHbIM NMPMBOAOM; Kpecna-KoNACKK ANs UHBaNUaoB
C PYYHbIM MPUBOAOM; KPecNa-KONsSICKU C aNeKTpoaBurate-
nem, ynpaBnsieMble NaLuneHToM / CONPOBOXAAIOLUM IMLOM,
n ap.) [105, 106]. YpoBeHb y6eauTe/IbHOCTU peKoMeHaa-
uuii — C, ypoBeHb JOCTOBEPHOCTH AOKa3arTeNibcTB — 5.

C uenblo NPodUNaKTUKK Pas3BUTUS KOHTPAKTYP rofeHo-
CTOMHOro cycTaBa pPEeKOMEHAYeTCs WCMoSib30BaHWe peatu-
JMTALMOHHbIX M afanTMPOBaHHbIX AN MHBANUAOB MeAWULIMH-
CKWUX U3AeNnin — onop ANs CruHbl (0nopbl GYHKLMOHANbHbIE
ANS CUAEeHUs Ans feTel-MHBaNUA0B), OTBEYaloLMX BCEM Tpe-
60BaHUSM NPaBWIbHOIO MNO3MLMOHUPOBAHUS, C NOACTABKOM
A5 CTOM U MEXaHU3MOM PEeryninpoBaHus yrna HaknoHa [105,
106]. YpoBeHb y6eauTenbHOCTU peKomeHaauun — C,
ypoBeHb JOCTOBEPHOCTH fJOKa3aTe/IbCTB — 5.

PeaGunutauua HeamoGynaTopHbIX

CUAAYUX NALUEHTOB

[ns cnasaymx naumeHToB BaXKHO cOG0ieHME KaK NPUHLK-
na 1o3upoBaHna GU3NYECKOW Harpy3Ku, TaKk U NpUHLMNAG BHe-
npeHust Guanveckon Tepanum B 06pas Kmn3Hu pebeHka. OaHo
M3 Beaywmux U NOOUMbIX MONMOXKEHUA TaKMX NaLMEeHTOB —
NnosIoXKeHWe Ccuas, KoTopoe B CUJly OCHOBHOrO cuMMMToMa
3aboneBaHus (CNaboCcTu CKENEeTHbIX MbIlL, HEeCrnoCcoBHOCTH
K CaMOCTOATENIbHOMY M3MEHEHWUIO MONOMXEHUS Tena / no3bl
(nepemelaTbCcs B NOMOXKEHUN CUAS) U MOrPELHOCTEN MOCTY-
pafibHOro KOHTPOSISA) CNOCOGHO GOPMUPOBATL HECUMMETPKY-
Hbl NaTTEPH MNOCA[KM C HEPABHOMEPHbLIM pacnpeaeneHnem
onopbl Ha KOCTM Tasa (cnpaBa/cneBa) C NEepeKkocoMm Tasa
(HaaTa30BOro reHes3a 3a CYET CKOM03a) U BbICTPO NPOBOLIU-
poBaTb pa3BUTUE CKOMMOTMYECKOW aedopMaLmm NOo3BOHOY-
HWKa. B cBA3K ¢ 3TMM 0co60e BHUMaHWE [OKHO YAENnsaTbCs
CUMMETPUYHOMY Pa3BUTUIO TENTOC/IOKEHMS NALMEHTOB U Npa-
BUJIbHOMY NMO3WULIMOHUPOBAHMIO.

PeabunutaunoHHble 3aga4m AN CMaASHYUX NaLMEHTOB:
® MOBbllWEHNE MOBUIBLHOCTH;

° 3aMeffieHne NPOrpeccrpoBaHMa MbllleYHON cnabocTH,
notepu ¢yHKUMM U dopMUpoBaHuUs aTtpoduin 6e3gen-
CTBUS;

° yny4yuweHne PyHKLMOHMPOBAHUSA PYK;

® co3faHuWe yCNoBUI ANsl Pa3BUTUS U HOPMAJSIbHOTO PYHK-
LLMOHMPOBaAHUSA BHYTPEHHUX OPraHoB;

° paspaboTKa CcycTaBOB W NpoduiakTnka ob6pa3oBaHuA
KOHTPaKTYyp;

°*  (GopMHpPOBaHWE 1 NoaaepPHKaHNE CUMMETPUYHOCTH NO3bl;

° npeaynpexaeHne cKkonnoTuieckon gedopmaLmm no3Bo-
HOYHWKa M NepeKoca Tasa;

° nNpodUNaKTUKA M KOPPEKLMUS PeYEeBbIX HapyLIEHWUH,
HapyLIEeHUI cannBaL K, eBaHUA U IMOTaHUS;

e 06y4yeHMe ObITOBbIM HaBblkaM M HaBblKaM camoob6ciny-
¥UBaHUA B cpeae.

C uenbto MUHMMKU3aLUKUK pa3BuTUS agedopmMaLnin cuaaymm
nauneHtam ¢ MAA/MAB pekomeHayeTcs MCNONb30BaHUE
OpTE30B A1 FOIEHOCTOMNHbIX U KOMEHHbIX cycTaBoB [106,
119]. YpoBeHb y6epuTeNbHOCTU peKomeHpauunm — C,
ypoBeHb [AOCTOBEpPHOCTM pAOKasaTtenbcTB — 5.
MuHUManbHasa 4acTtoTa npebbiBaHWs B opTe3ax — 5 pas
B Hepento.

C uenbto obecnevyeHns obLLeN MOOUNBHOCTU CUASHUM
nauneHtam ¢ MA4/MAOB pekomeHayoTCa cpeacTBa nepe-
[BWXEHUS afganTUMpoBaHHble (Kpecna-KoNsiCKu, ynpasnse-
Mble MauMeHTOM, Kpecna-KoNsSCKK, ynpaBasemMble nauueH-
TOM / COMPOBOMXAAOLWMM NNLOM (PyYHblE Kpecna-KOonsCKK);
Kpecna-KoNnsCKM C PYy4YHbIM MPUBOAOM; Kpecna-KOJACKM
191 MHBANU0B C PYYHbIM NPUBOOM; KPeCna-KONACKM C pyy-
HbIM MPUBOAOM C AOMONHUTENbHOM PUKcaLMen (NoaaEpPK-
KOW) rofioBbl M Tena ANns MHBaANWAOB W AeTen-uHBaNUAoB,

B TOM yucne ans 6onbHbIx AUM (MHAMBMAYaNnN3NpoBaHHbIE
Kpecna-KoNsiCKM C py4yHbIM MPUBOAOM C AOMOSHUTENbHON
durKcaunen (NoaaepKom) ronoBbl, PyK, HOr U Tena, KOM-
HaTHble W MNPOryfoYHble) U UIrOTOBMIEHHbIE WHAMBUAYASb-
HO MO O6BbEMHOM TPEXMEPHOW MoAenn 3agHen NMOBEPXHO-
CTW Tena NIOKEMEHTbI, YCTaHOB/IEHHbIE HA KOMECHy0 6a3y
Kpecna-konsickn) [106, 120]. YpoBeHb y6eauTEeNbHOCTH
peKkomeHaauui — C, ypoBeHb AOCTOBEPHOCTU lOKa3a-
TeNbCTB — 4.

Mpu nopgbope KONACOK cneayeT PYyKOBOACTBOBATbCS
MaKCUManbHON QYHKLMOHANbHON HE3ABUCUMOCTBIO U KOM-
dopTHOCTLIO NpebbiBaHUS NaUMeHTa B Kpecne; npegnoyre-
HWe cnefyeT oThaBaTb KOMSICKAM aKTMBHOMO TMMa U Kons-
CKaM C 3/IEKTPONpPUBOAOM.

Qprotepanua cuaayum naumeHtam ¢ MAA/MAB peko-
MeHAyeTCs ANS OKa3aHWs NomMoLliM pebeHKy B NOBCEAHEB-
HOW YXWU3HW, Pa3BUTHUA U NOAAEPIKAHUS eXeQHEBHO NCMOSb-
3yeMblX UM HaBblkoB [2, 106]. YpoBeHb y6eAUTeNIbHOCTH
peKkomeHaauui — C, ypoBeHb AOCTOBEPHOCTU lOKa3a-
TenbCcTB — 5.

CnepyetT npuBnekatb cneunannucta no aprotepa-
nuu (Bpada uU3MYeCcKOn M peabunnTauMOHHON Meauuu-
Hbl, Bpaya No MeAWLMHCKON peabunuTaumv unv Apyroro
Bpaya, BblNofHAOWEro ero GpyHKLMIO) Kak npu noaéope
nporpaMmMmbl GU3MYECKMUX YNPAXKHEHUIN U PaACTIXKEHUSA, TaK
W AN peKoMeHAauMhn OTHOCUTENbHO COLMabHbIX B3awu-
MOAENCTBUN, TaKMUX KaK MNocelleHne y4ebHbIX 3aBedeHUH,
Bbl6Op Npodeccun 1 yyactme B coumanbHblX aKTUBHOCTSAX.

Peabunutauma nexaymx naumeHToB
OCHOBHOE MOOXKEHME ITUX NALMEHTOB B JOMALLHMX YCNO-
BUSAX — MONIOXKEHUE NiexKa, KOTOpoe onacHo GopMUMpoBaHMEM
NPVBbIYHbIX (3aNOMUHAIOLLMXCS) MOPOYHbBIX YCTAHOBOK KOHEY-
HOCTEM M MX CErMEHTOB BBMWAY AEWCTBUS CUA rpaBuTaLLmK
Ha KOHEYHOCTM M OTCYTCTBMS CMOCOBHOCTM NaLMeHTa K aHTH-
rPaBUTALMOHHBIM ABMKEHUSIM, @ TaKKe BO3HWKHOBEHMEM
OCNoOXHeHun. TaK, xapaKTepHas AN Takux geten (B cuny
cnabocTv MblWL-aaayKTopoB 6efep) nola Nnexa Ha CruHe
C NOBEPHYTbIMK Hapyxy 6eApamu Cnoco6CTBYET He TOsb-
KO GOPMUPOBaAHMIO NapaIMTUHECKMX BbIBUXOB Ta306enpeH-
HblX CYCTaBOB, HO U BO3HUKHOBEHMWIO TSXKENbIX MPOSEKHEN
Ha 6o0nbwunx BepTenax 6eaep. O4eHb BaXKHO B 3TOM KOHTEK-
CTe, YTOObI NONOXeHWe BONBHOI0 B NOCTENN U Ha NtOO60N Apy-
roM NOBEPXHOCTMU 6bIN0 GYHKLMOHANBHO BbIFOAHBIM U NPELOT-
Bpallano BO3MOXHOCTb peann3almn NOpOYHbIX YCTaHOBOK
M UX OCNOXKHEeHWN. C 3TOM LEeNbl0 PEKOMEHAYITCS 4YacTble
CMeHbI MOMOXKEHWS Tena B NOCTENM; UCNOSIb30BAHWE NOAPYY-
HbIX CPEACTB, KOTOPbIE MOTYT IerKO U3MEHSATb CBOIO dopmy
U NPUHMMaTb BEC KOHEYHOCTH Ha cebsl, TEM CaMbIM UMUTUPYS
aHTUrpaBUTaLMOHHOE AENCTBME.
PeabunutaunoHHble 3agayn 405 Nexaynx naumeHToB:
° yBelnMyeHue ob6bemMa U amnauTyabl aKTUBHbIX/MacCcuB-
HbIX ABUXKEHWUI B NIO6OM CerMeHTe Tena u KOHeYHoCTew;
°  yAyyweHWe ABUKEHUI B NONOKEHUN NeXKa Ha CNUHE;
°  yAyylweHWe ABUKEHUN PYK;
® CcO3j4aHue YCNoBUI AN Pa3BUTUS U HOPManbHOro QyHK-
LLMOHMPOBAHMSA BHYTPEHHMX OPraHoB;
° 3amMep/ieHue pa3BuTUA aTpodui 6e34enCTBUS;
° pa3paboTKa cycTaBoOB W NpodunakTMKa obpa3oBaHUs
KOHTPaKTYyp;
° npodunakTMKka M KOPPEKLMUS peyeBbIX HapyLeHWw,
HapyLEeHNs canmBaLmMm, }KeBaHUS 1 roTaHus.

HeTexHu4yeckmne metogbl peabuantaymm

N1e)Ka4ymx nayueHToB

Nexkaunm naymeHtam ¢ M/, ¢ uenblo yBenmyeHus 06b-
emMa ¥ amnauTyabl ABUKEHWA W MPODUNAKTUKKM Pa3BUTUS



KOHTPaKTYp ¥ BTOPUYHBIX MHOEKLMOHHbIX OCNOXKHEHUN
PEKOMEHAYETCS BbINOAHATL YyNparKHEHUs nevyebHon Gus-
KynbTypbl C MCMONAb30BaHMEM MoABeCHbIX cuctem [106].
YpoBeHb y6eauTeNbHOCTU peKomMmeHpauun — C, ypo-
BEHb JOCTOBEPHOCTU fJOKa3aTeNbCTB — 5.

Bo Bpems 3aHATUI PU3MYECKON Tepanuen ¢ nexxadymmm
nauneHTaMu ygo6Ho NoaBelnBaTb CErMEHTbl KOHEYHOCTEN.
Takor cnoco6 MNOAXOAWUT ANS MPUMEHEHWS KaK Ha Bepx-
HUX (MS1eYn), TaK U Ha HUXKHUX KOHEe4YyHoCTax (6eapo-Kone-
HO-rofieHb). Hanpumep, ong coxpaHeHus GyHKLWMOHaNIbHON
AKTUBHOCTM BEPXHMX KOHEYHOCTEW MOXHO MCMOJSb30BaTb
METOJ YCTPaHEHUS CUN rpaBuTaLmMmM NyTemM NoABeLInBaHms
NPOKCUMaNbHbIX CETMEHTOB BEPXHUX KOHEYHOCTEN Ha NeH-
Tax, TeM cambiM 06eCNeyYnB BO3MOXKHOCTb ABUMKEHUI BCEN
BEPXHEN KOHEYHOCTH.

TexHu4Yyeckue merobl/cpeacTBa peabuauTaLnmn

(TCP) nexxaymx nayMeHTOB

[TocTypanbHbIM MEHeaXXMEHT BKto4YaeT B cebs npa-
BW/bHOE NO3ULMOHUPOBaAHMWE (B MONOXKEHUN CTOS — BeEp-
TUKanu3auumsa (CymmapHo He MeHee 1 4 B [eHb), Npeobbl-
BaHWe B TeYeHUEe AHSA B NPaBWUIbHOM MONOXKEHUU CUASA),
opTe3MpOBaHNE KOHEYHOCTEM M UCMOJSIb30BaHWE Cheuu-
anuM3MpPOBaHHbIX M afanTUPOBaHHbLIX MPUCNOCO6NEHUM
A9 NO3ULMOHUPOBAHMUS (CUCTEMbI AN OPTOCTaTUYECKOM
NoAAEPKKM, BKAOYaoWmMe B cebs BannMku, opmMoBaHHble
NOAYLWKN Pa3IM4HOM KECTKOCTU U KOHPUTypaLmMm) C Lenblo
npUAaHUa HeobXoAMMOro QGYHKLMOHaNbHOIO MNOOXKEHMS
C HeobxoanMmon GpuKcaumen Tynosua, NOAAEPKKON roso-
Bbl U BEPXHUX KOHeYHocTen. CymMapHoe BpeMs Haxoxae-
HUS B opTe3ax — Ao 8—-12 4 B AeHb. MnHMManbHasa Yyactota
NPUMEHEHNA OPTE30B A/ Nieayux nauneHtos — 5 pas
B Hegento [121].

Cuasumm naumeHtam ¢ MA4/MAB ¢ uenbto obecneve-
HUS obLe MOBUIBHOCTM PEKOMEHAYETCSH UCMOSIb30BaHMe
NPOryN0YHbIX KPECEN-KONACOK C 3NEKTPUYECKUM NPUBOAOM
C OONONHUTENbHOM PUKCaLMEN (NOAAEPKKON) rONOBbI, PYK,
HOr W Tena (ANs wWHBaNMAOB M AeTen-uHBanwuaoB) [106].
YpoBeHb y6eauTeNbHOCTU peKomeHpauun — C, ypo-
BEHb AOCTOBEPHOCTU fJOKa3aTeNbCTB — 5.

[ns npebbiBaHWs B NOIOXKEHUM CUAA UCNONb3YIOTCS OMOo-
pbl 4N CUAEHMSA UKW KPecna-KONSCKM KOMHaTHble C 4OMNoN-
HUTENbHOW QUKCcauMen (NOALEPIKKOM) ronoBbl, HOI, PYK
n Tena. CuaeHve B TEXHUYECKOM CPEeACTBE AOJIKHO MPOBO-
OWTbCS B TYTOpax Ha rofeHoCTOMNHbIe cycTaBbl. [IpebbiBaHne
B NPaBWIbHOM NOMIOXKEHUN CUAS PEKOMEHAOBAHO CyMMapHO
[0 6 4B jeHb. B KayecTBe AONONHUTENbHbIX QYHKLMI B cpea-
CTBE AN CUAEHUS [OMKHbI BbICTynatb QyHKLUMOHaNbHbIV
NnoAroNoBHUK, obecneymBatowmMin GOKOBYIO M NepegHe3an-
HIOI0 CTabMIn3aLunio roNoBbl U HE OrpaHU4MBalOLLMIA BO3-
MOHOCTU ABUMEHUS FOIOBOM, CUAEHBE C PEryanmpyeMbiMu
rny6GuHOM, LUMPUHOW M YrNOM HakoHa. KOHCTPYKTUBHO cuae-
Hb€e pa3AeneHo Ha Ta3oBYio M 6efpeHHbIE YacTH, 4TO NO3BO-
n9eT MakCMManbHO MOJHO pellaTb nMetowmnecs y nauneHTa
npo6nembl ¢ 6anaHcoOM U CUMMETPUEN, BbI3BaHHbIE BTOPUY-
HbIMW OPTONEANYECKUMU OCNOKHEHUAMM. JONOAHUTENBHYIO
duKcaumo obecneynBaloT peryampyemas no BblCoTe U yriy
HaK/IOHa CMMHKa, duKcaTop TynoBMLA (KUNET), Npeaoxpa-
HUTENbHbIM Ta30BbIA MOSIC, PErynaMpyemMble NOANIOKOTHUKM,
pasfenbHble peryavpyemble MOAHOXKKM € dUKcaTopamu
cton. Takxe Lenecoobpa3Ho UCMONb30BaHWE NPUCTABHOIO
CTONIMKA, NPOTUBOMPONEKHEBON MOAYLLKH.

Mpeb6biBaHWE B NONOXKEHUN CUAS PEKOMEHAYETCH Nexa-
4yuM naumeHTta ¢ MA4/MAB ¢ uenbio NPObUIaKTUKKN OpPTO-
neanyecKmx OCNOXHEHW OCHOBHOIo 3a6oneBaHunsa U co3aa-
HUSE PUBNONOTUYECKMX YCIOBUIM ANS1 HOPMAbHOrO Pa3BUTUS
N GYHKLMOHUPOBAHUS BHYTPEHHUX opraHoB [106]. YpoBeHb

y6eauTeNnbHOCTU peKomeHaauun — C, ypoBeHb J0CTO-
BEPHOCTHU JOKa3aTenbCTB — 5.

AmM6ynaTopHbIM nauuveHtam ¢ MA4/MAB ans npepot-
BpallEeHNs 1 3aMeNeHns npoLiecca 06pa3oBaHNs KOHTPaK-
TYp CyCTaBOB KOHEYHOCTEN PEKOMEHAYeTCs exeaHeBHoe
MCMonb30BaHWe OPTE30B Ha HUMHME KOHEYHOCTM (opTe-
3bl Ana 6enpa/KofneHa / roneHOCTONHOro cycrasa / CTO-
Mbl), U3rOTOBMEHHbLIX WHAWBWAYANbHO (Hanpumep, TYTOPbI
Ha roneHoCTonHble cycTaBbl — Ans cnaerms) [106]. YpoBeHb
y6eauTeNbHOCTU peKomeHaauun — C, ypoBeHb J0CTO-
BEPHOCTHU JOKa3aTenbCTB — 5.

NMPO®UNIAKTUKA U AUCNAHCEPHOE

HABJIIOQAEHUE

MpodunakTuka

Bcem nauuventam ¢ MAL/MAOB pexkomeHayeTcs npwu-
€M (OCMOTP, KOHCynbTaluus) Bpadva-reHeTMKa MnepBUYHbIN
M MOBTOPHbIA (MPpU HEOBXOAMMOCTH), MPU HaIU4YMKU MOKa-
3aHUN — YNeHam MX CEMEWN WU MX odUuUManbHbIM Npea-
CTaBUTENSAM C LIENbl0 Pa3bsCHEHUI FeHEeTUYECKOro puUcKa,
06CyXKAEeHMA BO3MOXHOCTEN NpeHaTtaibHOW U NpeuMniaH-
TALUMOHHON AWArHOCTUKM MPWU NAaHUMPOBaHWKN GEpeEMEHHO-
cTu [2]. YpoBeHb y6eaUuTeNnbHOCTH pekoMmeHpaauun — C,
yPOBEHb AOCTOBEPHOCTHU OKa3aTtenbcTB — 5.

CemMbsiM C geTbMM, 60nbHbiMM MAA/MAB, nokasa-
HO MEeAMKO-TeHETMYECKOE KOHCYNbTUPOBAHME C LENbIO
onpeaeneHns reHeTM4eckoro pucka. Kak v npu apyrux
X-cuenneHHbix 3a6oneBaHunsax, npu MAL/MAOB ang Kax-
10 B6EPEMEHHOCTU PUCK POXKAEHUS 6ONbHOrO pebeHKa
cocTaBnset 25% — npu yCnoBuu, 4TO MaTb NePBOro 60/b-
HOTrO AB/ISETCHA FreTEPO3UTOTHOM HOCUTENbHULEN BONE3HMU.
B cembsx, roge ectb pebeHok, 6onbHon MAA/MAB, Bo3-
MOXHO NMpoOBeeHNe NpeHaTalbHON U NPeUMMNIaHTaLOH-
HOW AMarHocTuku. lNpoBeaeHne 4OpPOAOBOM AMATHOCTUKMU
NOKa3aHo M B cllydae, ecin MaTb 60/1bHOMO He SBNSETCSH
HOCUTEeNbHULEN 3aboneBaHus, 41O OOYC/NOBJIEHO BO3-
MOMHOCTbIO Ha/IM4MS Yy HEE TepMMUHaNIbHOr0O Mo3anLmn3ma
(15% puck, ecnun B ceMbe ecTb pebeHok ¢ MAA). Ang aTo-
ro poguMTensiMm Heo6xoaAnMMo 06paTUTbCs B CNELNaN3mMpo-
BaHHble AMArHOCTUYEeCKne nabopaTopum U MeauLMHCKKe
LLEHTPbI.

MpeHaTanbHas AMarHOCTMKa NPOBOAMUTCS MOJIEKYNSPHO-
reHEeTUYECKUMU MU BUOXMMWUYECKUMWU MEeTodaMMu nyTem
nccnegosanmsa [OHK, BbigeneHHon m3 6uontata BOPCUH
XOpuoHa Ha 9-11-1 Heg 6epPEMEHHOCTU /UMK KNETOK aMHMU-
OTMYECKOW MUAKOCTHU, NYNOBUHHOM KpoBU Ha 20-22-i Hepd
6epemeHHOCTU. OnTUManbHbIM ABASETCS MccnefoBaHWe
6uonTtata xopuoHa: npu HebnaronpuaTHOM NMPOrHo3e 6epe-
MEHHOCTb MOXET 6blTb NpepBaHa B CPOKU 06bIYHOro Meaun-
LUMHCKoro abopta. [MpeMmnnaHTauMoHHasa reHeTuMyecKas
JMarHoCcTMKa 3MOpUOHa (C UCMOJSIb30BAHMEM 3KCTPaKopno-
panbHOro OnjaoJ0TBOPEHMS) NMPOBOAMTCH MaTepu nauueHTa
¢ MAA/MAOB, a TakXe XeHwuHaMm C MNOATBEPXKAEHHbIM
reTepo3nroTHbIM HOCUTENLCTBOM MyTauuu B reHe DMD
C Lienblo NpeaoTBpaLLeHNst MOBTOPHOIO POXAEHUS pebeHKa
cMA4d/MAb.

lpoBegeHMe MONEKYNAPHO-reHEeTUYECKOM ANarHOCTUKK
Heo6xoaMMOo MaTepsiM NauMeHToB M cubcam, B TOM 4ucne
KEHCKOro rnona.

PekomeHgyeTca Bcem naumeHtam ¢ MAA/MIB nposo-
AWTb BaKUMHaLUMIO MPOTUB rpumnmna U NHEBMOKOKKA C Lefbio
npodUNaKTUKKM COOTBETCTBYIOLWNX MHbeKUMM [36, 50, 122,
123]. YpoBeHb y6eAUTENbHOCTU peKkomMeHpauun — C,
YPOBEHb AOCTOBEPHOCTHU fOKa3aTtenbcTB — 5.

BakunHauus nposoautca getam ¢ MA4/MAB cornacHo
HauMOHaNbHOMY KaneHaapto NPodUIaKTUYECKMX MPUBUBOK.
BaKuUWHaLMIO XMBbIMW BaKLUHaMM Lieiecoobpa3Ho 3aBep-
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

WKNTb A0 Hayana npuema KOpTUKOCTEPOMAOB CUCTEMHOIO
newncteua [1, 2, 3].

PekomeHayeTcsa Bcem nauneHtam ¢ M44,/MAB, He3aBu-
CMMO OT CTeneHn 06e34BUKEHHOCTH, MPOBOAUTL 06yYeHne
BCEM MepaM MpPefoCTOPOXKHOCTM C LeNibio NPOPUNaKTUKK
nageHuss u nepenomoB [36]. YpoBeHb y6eaUTENbHOCTH
peKomeHaauuin — C, ypoBeHb AOCTOBEPHOCTU JOKa3a-
TenbcTB — 5.

CHW)XeHMe MWHepanbHOM MNOTHOCTM KOCTew sBAseTcs
yacTbIM NposiBneHnem y naymeHtos ¢ M. HeyctonynBocTb
npu xoab6e, CNOXHOCTb MNOAAEPKAHMUA paBHOBeCHUS
B pe3ynbraTe MbIWEYHOW CNnaboCcTM B COYETAHUKU C OCTEO-
NMOPO30M YrpoOXKaloT BO3HWKHOBEHWEM MEPEOMOB KOCTEN
M NO3BOHOYHMKaA. [PoBOANTL OBydYeHWe MOXKET Kak Neyva-
LMK Bpay4-HEBPONOr, TaK U Bpay GU3NYECKOM N peabunuta-
LUMOHHOW MeAMLMHbI MW Bpay, BbiNOAHAOWEro ero GyHK-
LMo (cneumanucT no MeauuMHCKOM peabunuTaumu: Bpad
no ne4ebHOM GUIKYNbTYPE U Ap.).

AucnaHcepHoe HaGngeHue

PerynspHoe HabntogeHne n obcnefoBaHue cneuuanu-
CTaMu MYNbTUAMCLMNAMHAPHON KOMaHAbl ABASETCA BaXK-
HbIM acrnexkTom BBeAeHus nauueHtos ¢ MAA/MAB.

C Lenblo OLEHKM OCHOBHbIX MapaMeTpoB KpoBeTBOpe-
HUS M HaNM4yMa BOCMANUTENbHbIX MPOLLECCOB BCEM Nauu-
eHTam ¢ MAA/MIB nokasaH KAWMHUYECKUWM aHaln3 KpPoBw
(MccnepoBaHMe ypoBHS o6wero remornobuHa, apuTpoLm-
TOB, NIEMKOLMUTOB, TPOMOOLMTOB B KPOBH, AnddepeHumpo-
BaHHbIK MoAcyYeT NEMKOUMTOB (nerMKouuTapHas dopmyna),
onpeaeneHne cpeaHero CoaepXaHus U cpefHer KOHLEeH-
Tpauumn remornoburHa B apuTpoLmMTax, MccnegoBaHne CKopo-
CTW oceflaHnsa apuTpoLnToB) [42, 45]. YpoBeHb yoeauTenb-
HOCTU peKoMeHpauuin — C, ypoBeHb [JOCTOBEPHOCTU
AOKa3aTenbcTB — 4. YacTtoTa — He pexke 1 pa3a B 6 mec.

MauneHTam ¢ ycTaHoOBJIEHHbIM aguarHo3dom MAA/MIbB
npu NOAO3PEHUU Ha Hanuyne AbixaTeNbHblX HapyLeHWN
noKazaHo NpoBejeHWe WCCNefoBaHMA KWMCAOTHO-OCHOB-
HOMO COCTOSIHMA M Fa30B KPOBM C LiEeNbl0 OLIEHKWM CTEMEHU
KOMMEHCaLMK AbIXxaTeNlbHblX HapyleHWn U onpegenexHus
TaKTUKW pecnupatopHon nogaepxku [124, 125]. YpoBeHb
y6eaUuTeNnbHOCTU peKomeHaauun — C, ypoBeHb JOCTO-
BEPHOCTU fAOKa3aTeNbCTB — 4.

MN3MeHeHNU B KWUCMOTHO-LLEN0YHOM pPaBHOBECUM BO3-
HUKaIT Ha Aaneko 3awejwnx crtaguax AblxaTelbHON
HeAOCTaTOYHOCTU. [Na CBOEBPEMEHHOM AMArHOCTUKM
enartefbHO Mcnonb3oBaTh 601ee MHPOPMaTUBHbIE UHCTPY-
MeHTaNbHble MeTOAbl UCCNeaoBaHMa (KanHOMETPUIO U Ap.).
[eKkomneHcauumsa abixaTenbHblX HapyLEeHW KoHCTaTMpyeTcs
NPW HaNUYMK rMNepKanHMn u aumaosa.

Bcem naumentam ¢ MA4/MAOE Heobxoanm nepBUYHbIN
M MOBTOPHbLIN MpueM Bpayvya PU3MYECKON M peadbunmntauu-
OHHOW MeAWUMHBblI MAM Bpaya, BbIMNOMHAOWEro ero QyHK-
LMio (cneuunanucTa no MeAULMHCKON peabunutaumun: Bpada
no neyebHon OGUIKyNbTYpe U Ap.), C Lelbio MOHUTOPUHIa
COCTOSIHUS U NpoBeAeHUs peabunnTaumoHHbIX Meponpus-
Tui [2]. YpoBeHb y6eauTenbHOCTU peKomeHaauun — C,
YPOBEHb JOCTOBEPHOCTU AOKa3aTeNbcTB — 5. (Cm. pas-
nen «<MeanuMHCKasa peabunutaums».)

Bcem naumenHtam ¢ MAA/MAB 0o mMomeHTa 3aBep-
WeHUa NoIOBOro Co3peBaHUs M 3aBeplueHus pocTa npo-
BOAMUTCS OLEHKa pocTa (aHTpomomeTpuyeckue uccnepo-
BaHMA) KaxAable 6 Mec ¢ Lenbio NpoPUNaKkTnKK pasBuTms
ero 3agepxku [2, 88, 126] YpoBeHb y6eAUTENIbHOCTHU
peKkomeHaauuin — C, ypoBeHb JOCTOBEPHOCTHU JJOKa3a-
TenbcTB — 4.

OueHKy pocTa MOryT nNpoOBOAUTb Bpay-HeEBPONOr
unu Bpay-neguaTp, perynspHo Habnwgatowue nauueH-

Ta. B KavecTBe 3ajeprKKM pocTa cleayeT pacueHuBaTtb
N060N M3 cnegylowmx NPU3HAKOB: CKOPOCTb PocTa MeHee
4 cm/rop, nokasaTenb pocta < 3-ro nepLeHTUns, U3ameHe-
HWEe B HanpaB/eHWU CBEPXY BHU3 nepLeHTuns pocta [127].
B cnyyae BbiiBNeHUS 3afepyKKM pocTa nauueHTta cneayet
HanpaBWTb Ha KOHCYNbTaLMIO Bpaya-aHLOKPHUHOora.

Bcem nauuentam ¢ MAA/MAB HauunHas ¢ 9 neT npo-
BOAWTCSA OLlEHKa MNOJIOBOr0 CO3pPeBaHMS KaxAable 6 Mec
C LeNblo CBOEBPEMEHHOIO 4MArHOCTMPOBAHUS OTCTaBaHUSA
nonoBoro passuTtusa [2, 86, 87] 1 ¢ LEeNbio KOHTPONS Na6o-
paTopHbIX NoKaslaTtenen [46]. YpoBeHb y6eaUTENbHOCTH
peKomeHaauui — C, ypoBeHb AOCTOBEPHOCTU lOKa3a-
TenbctB — 5.

OueHKY NONOBOro coO3peBaHMsa MOryT NPOBOAUTL Bpay-
HEBPONIOr UNWM Bpay-neguaTp, perynsapHo Habnwopawowue
naumeHTa. O6bem anyek < 4 cm3 B BospacTte 14 net v cTap-
Wwe cnegyeT pacLeHMBaTb KaK YETKUI MPU3HaK 3afeprKKu
nosoBoro co3peBanns [127]. B cnyyae BbIIBIEHWUS 3aePHK-
KM MONOBOr0 CO3pPEBaHUSA HEOOXOAUM MPUEM (OCMOTP, KOH-
cynbTaums) Bpavya-aHAOKpMHONOra.

Bcem nauyneHtam ¢ MAA/MOB pekomeHayeTcs npuem
(oCMOTp, KOHCynbTauus) Bpava-aHLOKPWUHONOra / Bpaya-
3HAOKPMHONOra AETCKOro (NepBUYHbIM M MOBTOPHbIN —
npu Heo6Xo4MMOCTH) C LIeNbl0 CBOEBPEMEHHOM AMarHo-
CTUKM 3HAOKPUHHBIX HapyleHui [2, 86, 87, 126]. YpoBeHb
y6eauTeNnbHOCTU peKomeHaauun — C, ypoBeHb AOCTO-
BEPHOCTU AOKa3aTenbCcTB — 5. YacToTa — He MeHee
1 pa3a B 6 mec.

Bcem naumneHtam ¢ M44/MAE pekoMmeHayeTcs npoBe-
[eHne aHann3a KpoBM BMOXMMUYECKOro obLleTepaneBT1ye-
CKOro (MccnefoBaHMe ypoBHA obuero 6enka, KpeaTuHuHa,
MOYEBUHbI B KpPOBMW, onpeaeneHne aktnsHoctu AJIT, ACT,
[TT B KPOBM) C LIENIbIO OLLEHKN COCTOSIHUA NMeYeHn U NoYeKk
[41-45]. YpoBeHb y6eauTenbHOCTU peKoMmeHaauum — C,
YPOBEHb JOCTOBEPHOCTHU JOKa3aTeNbCcTB — 5.

TakXe npu HeobXoAMMOCTM MPOBOAAT UCCnefoBaHue
YPOBHS [IOKO3bl, 6UANPYyOMHaA CBS3AHHOMO (KOHBLIOrMPO-
BaHHOr0), 6MnMpybuHa cBO6OAHOIN0 (HEKOHBIOTMPOBAHHOMO)
B KPOBW, 06LWEro KajbLus, MOHM3UPOBAHHOIO KanbLiug,
HeopraHnyeckoro pocdopa B KPOBM C LIE/NBIO OLEHKM Kaflb-
umeBo-pochopHoro o6meHa. Yactota — 1 pa3 B 12 mec
4NS XOAA4YMX NaumneHToB, 1 pa3 B 6 Mec Ans Hexoasa4umx nauu-
€HTOoB. Yalle — no Heo6XxoAMMOCTH.

Bcem nauneHtam ¢ MA4/MAOE pekomeHayeTcs ucchne-
noBaHue ypoBHs 1,25-OH ButammHa D B KpoBM C LieNbO
MOHWTOPUHIA U CBOEBPEMEHHON KOPPEKLWUW MpU HEeobXo-
ammocTu [2, 55]. YpoBeHb y6eaUTeNbHOCTU peKoMeHaa-
uun — C, ypoBeHb JOCTOBEPHOCTHU A0KAa3aTe/NbCTB — 5.
ExxerogHo, 4yalle — no HeobxoaMMOCTH.

Mpu BbIIBNEHWUM UBMEHEHMSA AAHHbIX MOKa3aTenen Heob-
XOAMMO HanpaBWTb NaLMeHTa Ha KOHCy/nbTauuto Bpada-
3HAOKPUHOMOra U NPOBOAUTL COOTBETCTBYIOLLYIO MeaWKa-
MEHTO3HYI0 KoppeKuuto. MaymeHTol ¢ MAL/MAB, oco6eHHO
nofiyyalowme Tepanuio KOPTUKOCTEPOMAAMU CUCTEMHOMO
LEeNCTBUSA, OO/MKHbI perynapHo o6cnefoBaTbes Ha Hanuyue
runoKanbunemun v ageduumta BuTamuHa D. HasHaveHue
npenapaTtoB rpynnbl «ButammH D M ero aHanoru» Takxe
MOXET NPUMEHSATLCH B NPOPUNAKTUYECKMX LIeNsiX, B OCO-
OEHHOCTU B OCEHHE-3UMHUIM NEPUOL.

MauneHTaM ¢ KIMHUYECKUMU MPOSBAEHUAMMU CEPAEHHON
HeJOCTaTO4YHOCTM (OTEKM/NACTO3HOCTb MOAKOMHOM KMPO-
BOW KNeTYaTKM, ofbllKa, TaxMKapaus (nocnefHas — TONbKO
B COYETaHUMU C APYrMMU NepPEeYUCNeHHbIMU CUMNTOMaMM),
yBeNMYeHUe neyveHn) peKoMeHayeTcs uccnenoBaHue ypoB-
HS N-TepMUHanbHOro pparmMeHTa MO3roBOro HaTpPUNypeTH-
yeckoro nponentnaa (NT-proBNP) B KpoBM C Lenbio CBOe-
BPEMEHHOW AMArHOCTUKWM CepAevyHOn HeAoCTaTOYHOCTH,



ondodepeHumanbHOM AMAarHOCTUKKU C OAblWKONW, BbIS3BAHHOM
pecnuMpaTopHbIMX HapyLleHUsSMKU, ANS pPelleHns BONpocoB
0 CTapTe/KOppeKUUU KapaumoTponHon Tepanuun [16, 128,
129]. YpoBeHb y6eAUTeNIbHOCTU peKkomMmeHpauun — C,
YPOBEHb JOCTOBEPHOCTHU JOKa3aTenbCcTB — 4.

MauymeHtam ¢ MAA/MAB ¢ nogo3peHMem Ha Hapylle-
HUe YHKUMKW MOYeK peKoMeHAyeTcs npoBeaeHue oblero
(KNIMHMYECKOro) aHanM3a MOYM C LeNblo KOHTPOAS GYHKLMK
noyek [46]. YpoBeHb y6eaUTE/IbHOCTU PEKOMeHAaLun —
C, ypoBEeHb JOCTOBEPHOCTHU AOKa3aTenbcTB — 4. O6bem
nccneoBaHui M fanbHenlwas TakTUKa ANMarHOCTUKKM onpe-
AensTcs BpayoM-Hedponorom.

UHcTpymMeHTaNbHbIe Ucc/ieJoBaHuUA

Bcem nauuneHtam ¢c MAA4/MIE pekoMmeHayeTcs perynap-
Hoe npoBeaeHne KT 1 IxoKI ¢ Lenbto BbiIABNEHUS HapyLue-
HWUI paboTbl cepaua [8, 27, 36]. YpoBeHb y6e4uTebHOCTH
peKkomeHpauui — C, ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTB — 4. He pexxe 1 pasa B rog. [pyv BO3MOXHOCTH
M HeobxoamMmocTn IxoKI MoxKeT OblTb 3aMeHeHa Ha MPT
cepaua M MarucTpanbHbIX cocyfoB. 1o Ha3HaYeHuo Bpaya-
Kapauonora TaKMe [OMIKHO MPUMEHATLCSH XONTEPOBCKOE
MOHUTOPUPOBaHUE CePAEYHOro puTma.

MayneHtam ¢ MA4/MAB, vmelowmm npusHaku cep-
[Ee4YHON HefoCTaTOYHOCTH, KOTOpPbIM BCAEACTBME Y3KOro
yNbTPa3BYKOBOrO OKHAa HEBO3MOXHO MpPOBefeHWEe TpaHc-
TopaKanbHoM 3IxoKI, pekomeHayeTcs npoBeaeHne MPT
cepaua v MarucTpanbHbIX COCYAOB C LeNbld MOHUTOPUHIa
M CBOEBPEMEHHOM KOPPEKLMKN NPOrpeccupoBaHnsg cepaey-
HOM HepgocTaTo4HOCTH [14-25]. YpoBeHb y6e4UTeNbHOCTH
peKkomeHpauui — C, ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTB — 4.

MauymeHtam ¢ MAA/MAB, y KOTOPbIX NO AAHHBIM PYTUH-
Hon OKI BbIIBNEHbl HapyleHUs puTMa W/uan NpPoBOAM-
MOCTU cepaua nMbo UMelTCs Xanobbl Ha HepUTMUYHOE
cepauebueHne, NpecuHKonanbHble/CMHKONaAbHble COCTO-
HUS, a TakXXe BceM nauneHtam ¢ MAA/MAB ctapwe 17
neT (nocnegHMM — BHE 3aBUCMMOCTWM OT Haluyus Kanob
UM unameHeHun Ha IKI) pekomeHayeTcss npoBefeHue
XONTEPOBCKOr0O MOHWTOPUPOBAHWUS CEPAEYHOro pUTMa
B TeyeHue 24 4 C Lenbl0 CBOEBPEMEHHOW AMArHOCTUKMU
YyKa3aHHbIX cOCTOSHMI [14—-25]. YpoBeHb y6eAUTEeIbHOCTHU
peKkomeHpauui — C, ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTB — 5.

MauymeHtam ¢ MAA/MAB, melOWMM MPU3HaKK Bblpa-
KEHHOro MWoKapauanbHoro ¢ubposa, peKomeHayeTcs
nposefeHne MPT cepaua ¢ KOHTpacTUpOBaHMEM C LieNblo
CBOEBPEMEHHON AWArHOCTUKM U MOHUTOPMHIa NPOrpeccu-
poBaHWs yKal3aHHOro cocTosiHug [14-25]. YpoBeHb y6e-
AUTENIbHOCTU peKomMmeHaauun — C, ypoBeHb JO0CTOBEP-
HOCTHU filOKa3aTeNbCcTB — 5.

MauymeHtam ¢ MAA/MAB ¢ KNMHUYECKUMU CUMITOMaMKU
HapyLlweHWs 0CaHKKM PeKOMEHAYETCA NPOBEAEHNE PEHTIEHO-
rpadun rpygHoOro M NOSICHUYHOrO OTAENOB MO3BOHOYHWMKA
(unn KT no3BOHOYHMKA (0AMH OTAEN)) C LeNblo MOHUTOPUHIa
nporpeccupoBaHua gedopmaunin NO3BOHOYHMKA M OLEHKM
MX CTEMNEHW, a TaKXKe onpeaeneHns BO3MOXKHOCTU U cTene-
HU XMPYPrMYEecKOro BMelwaTtenbcTBa MpuM Heo6XO4MMOCTH
[56-59]. YpoBeHb y6eaUTeIbHOCTU peKomeHaauun — C,
YyPOBEHb JOCTOBEPHOCTHU JOKa3aTenbCcTB — 3.

KaKk npaBuno, ckonnotuyeckas gedpopmauus no3Bo-
HOYHWKa y nauyueHToB ¢ MAA/MIAB npossnsgercs nocne
TOro, KaK MnauMeHT CcTaHoBUTCA HeamMbynaTOPHbIM.
MccnepoBaHne nNpoBOAMTCS MNauMeHTaM C HapylweHWem
oCaHKM 1 pas B roj nocne T0ro, Kak nawlMeHT CTaHOBUTCS
HeambynaTopHbIM, U ganee 1 pa3 B 6 Mec Npu Nporpeccu-
pOBaHWK CKONNO3a.

Bcem nauweHtam ¢ MAA/MOB pekomeHayeTcs npo-
BeAeHNEe PEHTreHOAEHCUTOMETPUM MOSCHMYHOrO oTaena
NO3BOHOYHMKA C LIEeNbIO UCKIIOYEHMS OCTEONOPO3a U onpe-
AeneHus ero cTteneHu, a Takxe Npu NoAroToBKke K opTone-
[IM4ECKOMY XMpypruyeckoMy BmewartenscTBy [32, 33, 36,
61, 130, 131]. YpoBeHb y6eauTeIbHOCTU pEeKoMeHAa-
uuni — C, ypoBeHb JOCTOBEPHOCTU AOKA3aTENbCTB — 4.
MpoBoauTCs AeTam cTaple 6 net ¢ Yactoton 1 pa3 B rog.

Bcem naumentam ¢ MA4/MAE pekomeHayeTcs npose-
AeHWe ncenefoBaHUs HECNPOBOLMPOBAHHbBIX AblXxaTeNbHbIX
06BbEMOB 1 NMOTOKOB, NMPK HEOBXOAMMOCTU — UCCNiefoBaHne
AblXxaTeflbHblX 06BbEMOB C MPUMEHEHWEM NEeKapCTBEHHbIX
npenapaTtos, Ny/JbCOKCUMETPUMK, ONpeaeNieHne napuuanib-
HOrO JaBNeHUs KUCIOpOAa B MATKUX TKaHAX (OKCUMETpKS),
HayMHas ¢ paHHen HeamObynaToOpHOM CTaauu, C Lenbto CBoe-
BPEMEHHOM [AMAarHOCTMKM HapyleHUn OYHKUWMWM OblXaHWUs
[13, 36, 47-49]. YpoBeHb y6eAUTEeNIbHOCTU pEeKoMeHAa-
uui — C, ypoBeHb JOCTOBEPHOCTU fAOKA3aTENbCTB — 3.

Onpeaenenune B[ npoBoAUTCA METOAOM CMIMPOMETPUN
C U3MepeHneM BCeX OCHOBHbIX Noka3aTenen (MKEJI, PHKEJ,
0®B,, COCy5_75 MOCys_,5, MOC,,, ) 1 pa3 B roa, Npu CHu-
*eHun nokasatenen OXKEJ meHee 60% — 1 pa3 B 6 mec.

MNauneHtam ¢ MA4/MAB npu Hanu4mm xKanob, COOT-
BETCTBYIOLMX TMNOKCEMUM (GHEBHAS COHIMBOCTb, FONOBHbIE
601K, YyTOMASEMOCTb, HOYHble KolMmapbl, HEOGBACHUMOE
CHUXEHWe Maccbl Tena npu ageKBaTHOM MUTaHUK), U/Unu
JlaHHbIX O CHUXeHUU PHKEJT meHee 50%, n/1Mnun BbiISBNEHUN
CHUXEeHUs caTypaLmm No JaHHbIM HOYHOM NYIbCOKCUMETPUK
MeHee 94% c Lenbto BbIBIEHUSA CUHAPOMA O6CTPYKTUBHOIO
anHo3 CHa, BbISIBNEHUS paHHEeN [AblxaTelbHOW HepocTa-
TOYHOCTM U pelleHns Bonpoca O NPUMEHEHWW Bcnomora-
TeNbHbIX METOAOB PECNUPaATOPHON MOAAEPKKU PEKOMEHAY-
eTcsl NpoBeAeHWe KapAuopecnupaTopHOro MOHUTOPUHIa
(AMCTaHUMOHHOE HabnloaeHWe 3a MoKasaTeNsaMu YacToTbl
CepAeyHbIX COKpalleHWh u AWCTaHUMOHHOE HabnoaeHue
3a GYHKUMOHaNbHbIMU NOKa3aTeNs MU BHELWHErO AbIXaHWs)
B cTauunoHape [32, 33, 36]. YpoBeHb y6eauTEbHOCTH
peKomeHaauuin — C, ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTB — 5. Yactota — 1 pa3 B 6 mec.

Mpn BO3MOXHOCTM MOKa3aHO NPUMEHEeHWe KamHorpa-
dun KaK Hanbonee 4yBCTBUTENBHOrO MeToAa AMArHOCTUKMU
paHHen [AblxaTeflbHOW HefgocTaTtoyHocTn [13, 36, 47-49,
130, 131].

UHble meTOabI

Mpn HabnogeHnn nauneHtos ¢ MA4/MAB pekomeHay-
eTCs MPUMEHATb MYNbTUAUCUMINIIMHAPHbBIA NOAXOA C LieNblo
KOppeKuMn Tepanun u AMHaMMUYeCcKoro MOHUTOpUHra [72].
YpoBeHb y6eauTeNbHOCTU peKomMeHpauun — C, ypo-
BEHb AOCTOBEPHOCTU JOKa3aTenbCcTB — 5.

MNauneHtam ¢ MAA/MAB, nmeoLWUM HapyweHUs QyHK-
LM COOTBETCTBYIOLWMX OPraHoB M CUCTEM, MOKa3aHbl nep-
BWYHbIE W MOBTOPHbIE KOHCYNbTaLMK Bpaya-reHeTnKa, Bpa-
Yya-HeBposiora, Bpava-nylbMOHONOra, Bpaya-Kapauosnora
LETCKOro, Bpayva-Kkapauonora, Bpada-racTpoaHTeposora,
Bpaya-aHAOKpPMHONOra AEeTCKOro, Bpadva-aHLOKpUHONOra,
Bpaya TpaBMaTonora-optoneaia, Bpadva-guetosnora, Bpaya-
ncuxvatpa, Bpada-neguatpa / Bpaya obOLierd NpakTUKK
(cemenHoro Bpaya), Bpadya-tepaneBTa, Bpaya-opTanbMoso-
ra, Bpaya aHecTtesunonora-peaHmmaroniora, MeguLMHCKOro
rncuxonora, Bpaya Gn3n4eckomn n peabunmtaunmoHHON meam-
LIMHbI MW Bpaya, BbIMOMHSAOWeEro ero GyHKLUMIo (cneynanm-
cTa No MeAWLMHCKOM peabununtauuu: Bpada no sieyebHom
GU3KyNbTYPE U Ap.), Bpaya no naaiMatMBHOM MEAULMHCKOM
NOMOLLM, @ TaKXe Bpayen Apyrux cneumanbHocten. Kpome
TOro, Heobxoanma paspaboTKa MHAMBUAYANbHOM Nporpam-
Mbl NOronNeanyYecKkon peabunutamu.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

PekomeHgyeTcs npuvem (OCMOTP, KOHCYy/NbTauus) Bpaya-
HeBposiora NepBMUYHbIM U NOBTOPHbLIA (MPU HEOBXOANMMOCTH)
C UeNblo OUEHKM W HabnlogeHus B AUMHAMUKE HEBPOJO-
rMYECKOro cratyca, MOTOPHbIX YHKUMI, 06beMa ABUKe-
HUI 1 KOppeKuuun Tepanuu [2]. YpoBeHb y6eaUTEeNbHOCTH
peKomeHaauui — C, ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTB — 5. Yactota HabnwogeHusa ans ambynaTtopHbIX
naumeHtoB — 1 pa3 B 12 mec, Ang HeaMbynaTopHbIX Nauu-
eHToB — 1 pa3 B 6 Mec.

OueHKa MOTOPHbIX PYHKLMI 1 06 beMa ABUKEHUN MOXKET
TaKXe NpoBOANTLCH Bpayom dU3MYECKoW n peabunutaum-
OHHOW MeAMUMHbI UK BPavyoM, BbIMNOMHAOWNUM ero QyHK-
LMo (cneumanucT No MeauuMHCKOM peabunuTaumu: Bpad
no ne4ebHOM GUIKYNbTYPE U Ap.).

Bcem nauyueHtam ¢ MA4/MAE ¢ uenbio mMakcuMainb-
HOIO COXpaHeHUs ABUraTenbHbIX GYHKLMN U NpodUNaKkTm-
KW KOHTPaKTYp KPYMHbIX CYCTaBOB PEKOMEHAYEeTCs Mpuem
(ocMOTp, KOHCynbTaumMs) Bpadya Gpu3MYecKon n peabunuta-
LMOHHOW MeAULMHbI MKW Bpaya, BbiNONHAOWEro ero GyHK-
LMo (cneumanucT No MeauuMHCKOM peabunuTaumu: Bpad
no ne4yebHon GUIKYNLTYPE U A4p.), MEPBUYHBLIA U MOBTOPHbLIN
[2]. YpoBeHb y6eauTenbHOCTU pekoMmeHaauum — C, ypo-
BEHb AOCTOBEPHOCTU AOKa3atenbcTB — 5. Yactota —
He pexe 1 pa3a B 6 Mec.

Bcem naymeHtam ¢ MAA/MAB ¢ uenbto cBoeBpeEMEH-
HOWM AMarHOCTUKM SHLOKPUHONOMMYECKUX HAapPYLWEHNI PEKO-
MeHAyeTca npuem (0OCMOTpP, KOHCyNnbTauus) Bpaya-aHAo-
KpWHONOra / Bpaya-aHAOKPHUHONIOra 4ETCKOro NepBUYHbIN
M NOBTOPHLIN [2, 86, 87, 126]. YpoBeHb Y6e4UTEeIbHOCTH
pekoMmeHaauuin — C, ypoBeHb JOCTOBEPHOCTH JOKa3a-
TenbctTB — 5. Yactota — 1 pa3 B 12 mec, Yaue — B Chy-
Yyae BbISIBJIEHUS 3a4€PXKKM NONOBOIro Pa3BUTUSA, 3aJEPKKHU
poCTa, HapylWeHMa TONePaHTHOCTM K MIOKO3€e, caxapHoro
avabeTta, oxupeHus, cuHgpoma KylwuHra, a TakxKe gpyrux
BO3MOXHbIX MO6OYHbIX IPHEKTOB TEPANMU KOPTUKOCTEPO-
naamum CUCTEMHOIO AENCTBUS C LIeNbio AONONHUTENBHON
AMarHOCTUKM U HeO6XOAMMON MEeANKaMEHTO3HOM KOpPPEK-
LK.

Bcem nauyueHtam ¢ MAA/MAB ¢ uenbio onpeaeneHus
HEeO6X0ANMMOCTM U TaKTUKM ONepaTMBHON KOPPEKLMKU OpPTO-
nefuYyecKMX HapylweHu peKomeHayeTcss npuem (0CmoTp,
KOHCY/NbTauus) Bpadya TpaBMartonora-optoneaa nepBuyHbIN
M NOBTOPHbIA (Npy HeobxoammocTy) [2]. YpoBeHb y6eau-
TEeNbHOCTU peKomeHaauun — C, ypoBeHb AoOCTOBEP-
HOCTHU AOKa3aTeNbCcTB — 5. HacToTa — No noKasaHusm,
HO He pexxe 1 pas3a B 12 mec.

Bcem naumentam ¢ MAA/MAIB ¢ uenbio KOHTPONSA Beca,
BbISIBIEHWSA CUMMNTOMOB ANcdarnun, HannM4musa HapyLeHUs CTy-
Nna (3anopoB), ractpoasodareanpHoro pedsoKca, nobou-
HblX 3dpbdeKTOB Npuema KOPTUKOCTEPOMULOB CUCTEMHOIO
[LEeNCTBUS CO CTOPOHbI XKEeNYAOYHO-KMWEYHOIO TpaKTa U UX
nocnegyowen MeauKaMeHTO3HON KOpPPEeKUUU peKoMEeHAY-
eTCcs Npuem (OCMOTP, KOHCYNbTauMs) Bpaya-racTpoaHTepo-
flora NepBUYHbLIK M MOBTOPHbLIA (NpU HeobxoaumocTK) [2].
YpoBeHb y6eaUTeNbHOCTU peKomMeHpauun — C, ypo-
BEHb JOCTOBEPHOCTM AOKasaTenbcTB — 5. YacTtota —
no NOKa3aHUsaM.

Bcem naumentam ¢ MA4/MAE pekomeHayeTcs npoBe-
[eHne ncenefoBaHUs HECNPOBOLMPOBAHHbBIX AbIXxaTeNbHbIX
06bEMOB M NOTOKOB, NPW HEOBXOAUMOCTU — UCCefoBaHNe
AblXxaTeflbHblX 06BEMOB C MPUMEHEHUEM NleKapCTBEHHbIX
npenapaToB, Ny1bCOKCUMETPUMU, OnpeaeNieHne napuuanib-
HOrO JaB/ieHMA KMCNOpOAa B MATKUX TKaHAX (OKCUMETPUS),
Ha4YyMHas ¢ paHHen HeamOBynaToOpHOM CTaauu, C Lenblo CBoe-
BPEMEHHON AMArHOCTUKM HapylweHWn OGYHKLUMU AbiXxaHus
[13, 36, 47-49]. YpoBeHb y6eaAUTEeNbHOCTU PEKOMEeHAa-
uui — C, ypoBeHb JOCTOBEPHOCTU AOKA3aTENbCTB — 4.

YacTtoTta npoBefeHus cnupomeTpun ansa oueHku OB/
C M3MepeHNEeM BCeX OCHOBHbIX NokazaTtenen (MKEJ1, PHKEJ,
0®B,, COCy5 ;5 MOC,5 ;5, MOC,, ) — He pexe 1 pasa
B 6 Mec. Ha amb6ynaTopHOM cTaamn 3aboneBaHua cneayet
npoBOAMTL O6y4YeHMe NauMeHTOB MPOBEAEHUIO ClMpOMe-
Tpuun. lMauveHTam cnegyet peKkoMeHAoBaTb MMETb AoMa
NyNbCOKCUMETP ANS PErYASPHOro U3MEPEHMS caTypaLnu.

Bcem nauneHtam ¢ MA4/MAB ¢ uenblo BbIABAEHUS
0GCTPYKTUBHOIO amnHo3d CHa WKW APYrux NPU3HaKoOB Hapy-
WeHNa AblXxaHUS BO CHE pPeKOMeHAyeTcs npoBeAeHue Karn-
Horpadum BO BpeMs CHa, Ha4yMHas ¢ paHHen ambynaTopHOM
ctaamu [29, 36]. YpoBeHb y6eauTeibHOCTU peKoMeHpaa-
uuin — C, ypoBeHb JOCTOBEPHOCTU A0KA3aTENbCTB — 4.
[aHHbIM MeTo4 0CO6EHHO PpeKOMEHAYETCA MPOBOANUTL NaLy-
€eHTaM € M36bITOYHbIM BECOM, MONYYalOLMM KOPTUKOCTEPO-
nabl CUCTEMHOIO A4ENCTBUS.

Bcem nauyueHtam ¢ MAL4/MAE ¢ uenbto AMarHOCTUKK,
MOHWTOPUHIA COCTOSIHUSA U KOPPEKLMM CUMMNTOMOB [blXa-
TeNbHOW HeJOCTaTOYHOCTM pEKOMEHAYETCA npuem (0CMoTp,
KOHCy/NbTaLMs) Bpaya-nybMOHOI0ra NepBUYHbIN U NOBTOP-
HblM (Npun HeobxoaumocTu) [51]. YpoBeHb y6eauTenb-
HOCTU peKoMeHpauuin — C, ypoBeHb [OCTOBEPHOCTHU
AoOKasaTenbcTB — 5. Ha MOMEHT MOCTaHOBKM guarHosa
W panee. HayvHas ¢ nosgHen ambynaTtoOpHoOM cTagum —
1 pas B rofl, Ha4nHasa ¢ paHHen HeaMbBynaToOpHOMW cTaann —
1 pa3 B 6 Mec, Yalle — Mo NoKa3aHuaM.

Bcem nauyueHtam ¢ MA4/MAE ¢ uenbto AMarHOCTUKK,
MOHWTOPUHIa COCTOSIHUS U KOPPEKLMKM NaTonornm cepaey-
HO-COCYAMCTON CUCTEMbI PEKOMeHZyeTcsi npuem (0CmoTp,
KOHCyNnbTauuMsa) Bpava-kapguonora / Bpadva-Kapauonora
[IETCKOr0 NePBUYHbIA U NMOBTOPHLIN [27, 36, 56]. YpoBeHb
y6eaAuTeNnbHOCTU peKomeHaauun — C, ypoBeHb [ROCTO-
BEPHOCTU AOKa3aTeNbCcTB — 4. Yactota — Ha MOMEHT
nocTaBKKW AuMarHosa v ganee He pexe 1 pasa B rog.

HabnoaeHne MoXeT 6bITb 60n1ee YyacTblM MO Mepe npo-
rpeccupoBaHns 601e3HU U Pa3BUTUSA CEPAEYHO-COCYANCTON
natonorun. Kpome Ttoro, BceM nauumeHtam ¢ MA4/MAB
Heob6X0AMMbl KOHCyNbTauMs Bpava-kapauonora / Bpayva-
Kapaunonora AeTCKOro, a Takxe pernctpauns 3Kl n npose-
aeHune IxoKI nepep nnaHoBbIM ONepaTUBHLIM BMeLLaTEb-
cTBOM [36, 56].

Bcem nauneHtam ¢ MAA/MAOE pekomeHaytoTca pery-
napHas peructpauunsa KM n nposeaeHne IxoKl ansa BbIAB-
NleHna HapyweHuin paboTbl cepaua [8, 27, 36]. YpoBeHb
y6eaAuTeNnbHOCTU peKomeHaauun — C, ypoBeHb JOCTO-
BEPHOCTU AOKasatenbcTB — 4. Yactota — He pexe
1 pa3za B roa. Npu BO3MOXKHOCTU U HeobxoanumMocTn IxoKI
MOXET ObITb 3aMeHeHa Ha MPT cepgua v marncrpanbHbIX
cocynoB. o HasHavyeHUIo Bpava-Kapanosora LOMKHO Tak-
e MPUMEHATHCA XONTEPOBCKOE MOHUTOPUPOBaHUe cepaey-
HOro puUTM™Ma.

C uenbto perynsapHoro CKPUHWHra NCUX03aMOLIMOHaNbHO-
r0 COCTOSIHMSA MaLMEHTa U yXaxKMBaloWMX 3a HUM UL, BCEM
nauneHtam ¢ MA4/MIB pekomeHOoBaH npuem (TecTmpo-
BaHWe, KOHCyNbTauMs) MeAULIMHCKOro rncuxonora nepBuy-
HblM M NOBTOPHbLIA AN OKa3aHWa WHAWBMAYaNbHOW, rpymn-
noBOM, CEMENHON ncuxonornyeckon nomouwm [1, 50, 117].
YpoBeHb y6eAUTeNbHOCTU peKomMeHpaauun — C, ypo-
BEHb [JOCTOBEPHOCTU AOKa3aTtenbctB — 5. YacTtota —
no NoKa3aHusM.

B cnyvyae pa3BuTUS / NOAO3PEHUS HA NOSIBIEHUE NoBe-
[LEHYECKMX 3MOLMOHAabHbIX PaCCTPOMCTB NauueHTam
¢ MAA/MAB pekomeHaoBaH npuem (0CMOTP, KOHCY/bTaLus)
Bpava-ncuxmaTpa NepPBUYHbIA M NOBTOPHBLIA C LEeNblo Ana-
FHOCTUKM M Ha3HayeHus Tepanuu [1, 50, 117]. YpoBeHb y6e-
AWUTENbHOCTU peKomeHpauuii — C, ypoBeHb JOCTOBEP-
HOCTHU lOKa3aTeNbCcTB — 5. HacToTa — Mo NoKa3aHUsaM.



Bcem nauyueHtam ¢ MAA/MAOB o6a3aTeNbHO exeroj-
HOe NpoBefeHUEe PEHTFEHOAEHCMTOMETPUMN C LeNbio CBOe-
BPEMEHHOM KOPPEKLMM NOSly4aeMoro nevyeHus no nosogy
ocTeoneHunn n octeonoposa [33, 36]. YpoBeHb yoeaUTenb-
HOCTH peKoMeHpauun — C, ypoBeHb JOCTOBEPHOCTHU
AoOKasaTenbCcTB — 4.

CHMKEeHMe MUHepanbHOW MNJAOTHOCTM KOCTENM ABNSA-
eTcd 4YacTblM CUMMNOTOMOM Yy nauyueHtoB ¢ MAA/MABE.
HeycTtonumBocTb npu xoabbe, CAOXKHOCTb MOAAEPIKAHMS
paBHOBeCKUS B pe3ynbraTe Mbllle4yHOW cnabocTn B coveTa-
HUKM C OCTEOMNMOPO3OM YrpOXKalT BO3HWKHOBEHWEM nepe-
JIOMOB KOCTEW M NMO3BOHKOB. Bce nauuneHTtsl ¢ MAA/MAB
HE3aBMCUMO OT CTeneHU 06e34BUIKEHHOCTU (Hanpumep,
HyXAaloWwnecs B Kpecne-KONSCKe) AOMKHbl OblTb 06y4ye-
Hbl BCEM MepaM MPeAoCTOPOXKHOCTU ANA NPOPUNaKTUKK
nageHvus 1 nepenomoB B 6biTy. Kpome TOro, nauueHTbl
W YNeHbl CeMbW AOMKHbI 6bITb MHPOPMUPOBaHbLI 060 BCEX
NocneCTBUAX HEBHUMATENbHOrO OTHOWEHUSA K npobneme
ocTeonopo3sa.

Bcem nauuenHtam ¢ MAA/MAB ¢ uenbio Koppek-
UMK NUT@HUSA W Ha3Ha4YeHWs AMeTbl PEeKOMEHAOBaH Mpw-
eM (OCMOTpP, KOHCyNnbTauus) Bpaya-AueTonora nepBUYHbLIN
1 MOBTOPHbLIN [2]. YpoBEeHb y6eaUTe/IbHOCTU peKoMeHaa-
uun — C, ypoBeHb JOCTOBEPHOCTHU AJOKA3aTeNIbCTB — 5.

Bcem nauymeHtam ¢ MA4/MB nepen nnaHoBbIM onepa-
TMBHbIM BMELIATENbCTBOM PEKOMEHAYIOTCS npuemM (0CcMoTp,
KOHCYyNnbTauus) NepBUYHbIN M MOBTOPHbLIA (NPU Heobxoau-
MOCTW) Bpava-Kapauonora / Bpaya-Kapauonora LETCKOro,
a Takxe peructpauua IKI n npoBeaeHne IxoKI ¢ uenbto
onpeaeneHns BO3MOXHbIX MPOTMBOMNOKa3aHUM K onepa-
TUBHOMY BMellaTenbcTBy [36]. YpoBeHb y6eauTenbHOCTH
peKomeHaauuin — C, ypoBeHb JOCTOBEPHOCTU [OKa3a-
TenbcTB — 5. YacTtota — He pexe 1 pa3 B 12 mec ans Heam-
OynaTopHbIX NALMEHTOB, Yalle — Npu HEOO6X0ANMOCTH.

C uenbto onpegeneHnsa obbema Heob6XOAMMOMW Nanau-
aTMBHOM Nomolun BceM nauueHtam ¢ MAA/MAB nokasaH
npuem Bpaya Mo naniMaTUBHOW MEAMLMHCKOM MOMOLLM
NEPBUYHBLIN M NOBTOPHbLIA (MPU HEOBXOAMMOCTH), a TaKkKe
WHbIX CNeLManncToB U3 MeAULMHCKOM OpraHmM3auunn unm ee
CTPYKTYPHOIO MoApasjefieHnsl, OKasblBalowWwmnx crneuuanu-
3UPOBaHHYIO NaIMaTUBHYIO MEAWLMHCKYIO NOMOLb (Mpu
HannMunn nokasanuin) [132, 133]. YpoBeHb y6eautesb-
HOCTH peKomMeHApauun — C, ypoBeHb JOCTOBEPHOCTHU
AOKasaTenbCcTB — 4.

OPrAHU3ALIUA OKA3AHUA
MEAWLIMHCKOW NOMOLLH
MNoKazaHus ang NNaHoOBOM rocnuTanu3almm B MeanLMH-

CKYl0 opraHu3saumio [86]:

° npoBeaeHve anddepeHUnanbHOM AUAarHOCTUKKU U ycTa-
HOBMIEHUS OKOHYaTENbHOMO ANarHo3a, nevyeHus, Tpebyto-
Lee KpyrnocyTo4HOro MeguLMHCKOro HabnoaeHus;

°  noabop oNTUMaNbHOrO PeXmnma v o3bl KOPTUKOCTEPOU-
0B CUCTEMHOIO JENCTBUS;

e noabop crneunduyeckKonm Tepanuu B 3aBUCUMOCTHU
OT BMAA MyTaLuu;

° MNpoBeAeHME XMPYPTUYECKMUX BMeLIaTEeNbCTB MO KOPPEK-
LMK CKONMO3a, agedbopMaLimm CToMNbl, onepaunmn Ha axun-
JIOBOM CYXOXMNNMK;

° Jle4yeHne oCcTeonoposa;

® yCTaHOBKa ractpoCTOMbl;

® COCTOSIHME, Tpebylolee aKTUBHOIO NEeYEHUs U Kpyrno-
CYTOYHOIr0 MeAULIMHCKOro HabneHus (HapacTatowas
AblxaTenbHas HeLOCTaTOYHOCTb, HapyweHus putma
cepaua);

® COCTOSIHME, Tpebyloulee NPOBEAEHUS BbICOKOTEXHONO-
TMYHbIX METOAOB NIeYEeHNs U peabunutaunu;

°*  Heob6X0AMMOCTb NPOBEAEHMUS Pa3finyHbIX BUAOB IKCNep-
TU3 MAKM 06CNeaoBaHMA B MEAMLMHCKOW OpraHu3dauuu
NPU HEBO3MOXHOCTU MPOBELEHUS UX B aMOBynaTOpPHbIX
YCNOBUSX, TPEBYIOLMX AMHAMUYECKOrO HabNOAEHUS.
MoKka3aHua ONA 3KCTPEHHOM rocnutanu3dauuuM B meau-

LIMHCKYI0 opraHm3aumto [46]:

® ocTpble 3a6oneBaHns, 060CTPEHUA XPOHUYECKMX BoNes-
HEen, oTpaBneHUs M TpaBMbl, COCTOSIHUA, Tpebylolme
WHTEHCUBHOM Tepanuu v nepesoja B peaHUMMaLMOH-
Hble OTAENEHUS WU OTAENEHNS MHTEHCUBHOM Tepanuu,
a TaKXe KPYrnocyTo4HOro MeauMUMHCKOro HabntoaeHus
W nNpoBefeHns cneuuanbHbiX BMAOB o06cnefoBaHus
N NeYeHus;

® Ccepbe3Hble OCMOXHEHNS CO CTOPOHbI CEPLEYHO-COCYAU-
CTOM CUCTEMbI — KapAMT, cepaeyHas HeJOCTaTO4YHOCTb,

aApUTMKUA;
® Cepbe3Hble OCNOXHEHUA CO CTOPOHbI PECNUpPaTOPHOM
CUCTEMblI — TdAXenad NHEeBMOHUA, acnupauusa, Ablxa-

TeNlbHasi HeJOCTAaTOYHOCTb 2—3- CTeNeHwY;

° nepenombl KOCTeW;

° HaAno4Ye4YHWKOBAs HEAOCTATOYHOCTb Y NMaLMUEHTOB, NpPW-
HUMaIOLWMX KOPTUKOCTEPOMUIbl CUCTEMHOIO AEWCTBUS,
Ha ¢oHe nnxopaKu, PBOTbI, MCUXONOMMYECKOr0 cTpecca
WITU XMPYPrYecKoro BMellaTeNbeTea [2].

MoKa3aHwus K BbINMWCKE NauneHTa U3 MeuLMHCKON opra-

HM3aumu [86]:

® OTCYTCTBWE Yrpo3bl }WU3HU NaLUEHTA;

® OTCYTCTBWE Yrpo3bl PA3BUTHUS OCIOKHEHUI, TPEBYIOLLMX
HEOTNIOKHOIO SIeYEHUS;

° CTabWIM3aLMs COCTOSHUS U OCHOBHbIX KJIMHMKO-Na6o-
paTopHbIX MOKa3aTenel naToNorMyeckoro npouecca
1Mo OCHOBHOMY 3a60/1€BaHMUIO;

® OTCYyTCTBME HEOOGXOAMMOCTM B MNOCTOSSHHOM Bpaye6-
HOM M KPYrnocyTO4YHOM MeAMUMHCKOM HabnioaeHnu
Mo OCHOBHOMY 3a60/1€BaHMUIO;

° HeoGX0AMMOCTb MepeBoja NauWeHTa B Apyrylo mMeau-
LIMHCKYIO OpraHvM3aLuIo UK yupexaeHne couunalibHoro
obecneyeHus [2].
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NMPUIOKEHME

METOZ0J1I0rUfl PA3PABOTKHU K/IMHUYECKUX PEKOMEHAALIMA

HacTtoaue pekomeHgauumn npeaHasHadeHbl 418 npu-
MEHEHUA MEJULUHCKUMU OpraHn3auusamMu U yUpemaeHu-
amu deaepasbHbiX, TEPPUTOPUATbHBIX U MYyHULMNANbHbBIX
opraHoB YynpaB/ieHus 34paBOOXpPaHeHWeM, CUCTEM 06%-
3aTelbHOro U [06POBOILHOIO MEAMLMHCKOro CTpaxoBa-
HUS, APYTUMU MEAULMHCKUMMU OpraHn3aunamMmn pasindHbix
opraHusaLMoHHO-NPaBoBbLIX GOPM AEATENIbHOCTHU, Hanpas-
NEHHOM Ha OKa3aHWe MeAULIMHCKON NMOMOLLM.

LleneBas ayAMTOPUA AaHHbIX KJIMHUYECKUX

pekomMmeHaauumn

1. Bpauyu-negunaTtpsbl.

2. Bpauu-HeBponoru.

3. Bpayu-reHeTuKu.

4. Bpauu obuen BpayebHON NPaKTUKK (CEMENHbIE
Bpauu).

5. Bpauyn-tepaneBTbl.

6. Bpauun nabopaTopHble reHeTUKM.

7. Bpayn-kapgunonoru.

8. Bpauu-Kapguonoru getckue.

9. Bpayu no nannMaTMBHON MEAULIMHCKON NOMOLLM.
10. Bpauun-sHaoKpuHONOrMU.

11. Bpayu-peHTreHosoru.

12. Bpayuu dbyHKUMOHANBHOM ANArHOCTUKM.
13. Bpauu-nynbmoHonoru.

14. Bpayu-racTpoaHTEPOIIOrH.

15. Bpauu TpaBmartonoru-optoneabl.

16. Bpauun-odtanbmonoru.

17. Bpayn-OTOPUHONAPUHTOSIOTU.

18. MeauLUMHCKKME NCUXOSIOT .

19. CTyaeHTbl MEAWLMHCKUX BY30B.

20. O6yvatouimecs B opanHaTtype.

Ta6auuya 1. lLIkana oueHKM YpOBHEN AOCTOBEPHOCTU AoKa3aTenbcTs (YA4) Ans MeTOAO0B AMarHOCTUKM (AMarHOCTUYECKUX BMeLLaTeNbCTB)

Table 1. Scale of assessment of levels of evidence for diagnostic methods (diagnostic interventions)

yan PacwudpoBka

1 CuctemaTtnyeckune 0630pbl UCCNeA0BaHUI C KOHTPOJIEM pedepeHCHbIM METOAOM UK CUCTEMATUYECKNIM 0630p PaHAOMU3UPO-
BaHHbIX KIIMHUYECKMX UCCNeOBaHUI C NPUMEHEHMEM MeTaaHann3a
OTaenbHble UccnefoBaHUs ¢ KOHTpPonemM pedepeHCHbIM METOLOM WK OTAENbHbIE PaHAOMU3UPOBAHHbIE KIMHUYECKME UCCne-

2 [OBaHWS 1 cucTemMaTMyecKkne o630pbl nccneqoBaHnin Nto6oro AgM3anHa, 3a UCKAYEHUEM PaHAOMMU3UPOBaAHHbIX KITMHUYECKUX
nUccneaoBaHui, C NPUMEHEHWEM MeTaaHanusa
MccnepoBaHus 6e3 nocneaoBaTeNbHOr0 KOHTPONs pedepeHCHbIM METOAOM MU UCCef0oBaHKs ¢ pedepeHCHbIM METOAOM, He

3 ABNAOWMMCH HE3ABUCUMbIM OT MCCNELYEMOro MeTofa, Uin HepaHAOMU3NPOBAHHbIE CPaBHUTENbHbIE UCCNEeA0BaHUSA, B TOM
yucne KoropTHble nccnegoBaHus

4 HecpaBHUTENbHbIE UCCNEA0BaHNUS, ONUCAHME KITMHUYECKOrO cllyyYas

5 MmeeTcs nuwb 060CHOBaHWE MexaHU3Ma A4eNCTBUA WU MHEHUE IKCNEePTOB




Ta6nuua 2. lLikana oueHKn ypoBHeW 4OCTOBEPHOCTM AoKa3aTenbcTs (YAA) Ans MeToaoB NpoduaaKTUKK, NeYeHns 1 peabunutaymu
(NpodunakTU4eCKunx, nevyebHblX, peabuUnnTaLnoHHbIX BMeLWaTenbCTB)

Table 2. Scale of assessment of levels of evidence for methods of prevention, treatment and rehabilitation (preventive, curative,
rehabilitation interventions)

yan PacwudpoBKa
1 CuctemaTnyeckuit 0630p paHLOMU3UPOBAHHbIX KIMHUYECKUX UCCNIEA0BaHMI C NPUMEHEHWEM MeTaaHan13a
9 OTaenbHble paHAOMU3UMPOBaAHHbIE KIIMHUYECKUE UCCNelOBaHUS U CMVCTeMaTVI‘-IECKVIe 0630pbl UccneaoBaHWi IO6GOro AM3aiHa,
3a UCKJIIOYEHWEM PaHAOMU3UPOBAHHbIX KIIMHUYECKUX UCCNENOBaHUIM, C NPUMEHEHWEM METaaHanM3a
3 HepaHaoMU3WpOBaHHbIE CPaBHUTENbHbIE UCCNEA0BaHUS, B TOM YUC/Ie KOrOPTHbIE UCCNef0BaHUS
4 HecpaBHUTENbHbIE UCCNELOBaHUS, ONUCAHWE KIMHUYECKOrO CyyYas uamn cepumn cnyvyaes, MCCNeoBaHUs «cy4am — KOHTPOSb»
5 MmeeTcs nuwb 060CHOBaHWE MexaHM3Ma AeNCTBMA BMellaTeNnbCeTBa (AOKIMHUYECKUE UCCNEeOBaAHMS) MU MHEHWE IKCNEPTOB

Ta6nuua 3. LLIkana oueHKn ypoBHeN y6eanTenbHOCTU pekoMeHaauunin (YYP) ans MeToaoB NpoduUnaKTUKK, AMarHOCTUKKU, neveHns
1 peabunutaumnn (NpodunakTUYECKMUX, AMAarHoCTUHECKUX, le4ebHbIX, peabuanuTalMOHHbIX BMeLlaTeNbCTB)

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 pekomeHaaums (Bce paccMaTpuBaemble Kputepnu addeKTUBHOCTH (MCXObl) ABASIOTCS BaXKHbIMM, BCE UCCNIef0BaHUs
MMEIOT BbICOKOE MU YA0BNETBOPUTENIbHOE METOO0OMMYECKOE KAauyeCcTBO, X BbIBOAbI MO UHTEPECYIOWMM UCXOAaM SBASIOTCS
cornacoBaHHbIMM)

YcnoBHas peKkoMeHaauus (He Bce paccMaTpuBaemble Kputepun abhEKTUBHOCTH (MCXO/bl) ABNAIOTCS BaXKHbIMU, HE BCE UCCe-
[I0BaHWS UMEIOT BbICOKOE WU YA0BNETBOPHUTENIbHOE METO0/I0MMYECKOE KaYeCTBO U/UK UX BbIBO/IbI MO MHTEPECYIOLIUM UCXO-
[aM He SBNSAIOTCA COrnacoBaHHbIMM)

Cnabasi pekomeHaaumsa (OTCyTCTBME JOKa3aTeNbCTB Haj/exallero Kayectsa — BCe paccMaTpuBaemble Kputepum adbdeKTmB-
HOCTM (MCXOAbl) ABNAIOTCSH HEBaXKHbIMU, BCE UCCIeA0BaHUSA UMEIOT HU3KOE METOL0N0rMYeCKoe Ka4yeCTBO U UX BbIBOAbI MO UHTe-
pecylowmnm ucxogam He ABASIOTCSA COrTacoBaHHbIMM)

MopAaaoK 0GHOBNEHUSA KIMHUYECKUX PEKOMeHaauumn ONArHOCTUKK, NevyeHus, nNpodunakTUKkM U peabuamtaumu
MexaHM3M OGHOBNEHUSA KIIMHUYECKMX pPEKOMeHaauum KOHKPETHbIX 3a6051eBaHni, Hain4ymMm 060CHOBaHHbIX 4OMNOS-
npegycmaTpuBaeT UX CUCTEMATUMYECKYIO aKTyanusauuio — HEHWN/3aMevyaHU K paHee YTBEPXKAEHHbIM KIMHUYECKUM
He pexe 4em 1 pa3 B 3 roaa, a TaKKe Npu NosiBJIEHUU HOBbIX pekomeHaaumam, Ho He Yalle 1 pa3a B 6 mec.
NaHHbIX C MO3ULIMK IOKa3aTebHOM MeAULIMHbBI MO BONPOCcaM
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CoBpeMeHHble noaxoabl
K Be1eHUIO NaLlMeHTOB C KparnuBHULIEN

ABTOp, OTBETCTBEHHbII 3@ NEPENMUCKY:

Hama3goBa-bapaHoBa Jleiina CeiimypoBHa, LOKTOP MeAULIMHCKUX HayK, npodeccop, akagemuk PAH, 3aBegyiollas kadeapor GaKynbTeETCKON neguaTpum
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Appec: 119333, MockBa, yn. dotueBon, a. 10, Ten.: +7 (499) 400-47-33, e-mail: Isnamazova@yandex.ru

Coto3om neguatpos Poccun COBMECTHO C POCCHICKOM accolmalumnen aaneproioroB U MMMYHOI0roB u PoccuicKum obluye-
CTBOM flepMaToBeHeposi0roB n kocmetosnoros (POABK) pa3paboTaHbl HOBbIE KIMHUYECKNE PEKOMEHAaLMKU 4151 AMarHo3a
«KpanuBHULla» 151 B3POC/bIX 1 AeTel. KpanuBHULa BASIETCS pacrnpoCcTpaHeHHbIM 3a60/1eBaHUEM: Pa3JINYHbIE €€ KJINHU-
Yeckue BapuaHTbl AuarHocTupyroTes y 15-25% noges B nonynsumm, npm 3ToM 4eTBepPThb C/ly4aeB MpMXoAUTCS Ha XPOHMYe-
CKYI0 KpanuBHULYy. PacrnpocTpaHeHHOCTb OCTPOH KpanuBHULbl cocTaBaseT 20%, cpean geTckoro Hacenenms — 2,1-6,7%,
Mpm 3TOM OCTpas KparnuBHULIA y IeTel BCTPEYaEeTCs yalle, 4emM y B3poc/biX. [10 AaHHbIM CUCTEMATUYECKOro 0630pa 1 MeTa-
aHasn3a, XpoHMYecKas KpanuBHULAE y B3POC/bIX B obujen nonynsymmn coctasasfet 0,7 n 1,4% cOOTBETCTBEHHO, y AeTen
a0 15 net — go 1,1%. B ctatbe paccmatpuBarTCs 0COGEHHOCTH 3MMAEMMNOSIONMN, STUOJIOMMK U NaToreHe3a 3abo1eBaHms,
ocob6oe BHUMaHue yaeneHo Bornpocam angpdepeHumanbHO-AnarHoCTU4ECKOro rnomckKa. [Aas naumeHToB 4ETCKOro Bo3pac-
Ta NpMBeAEHbI PEKOMEHAALIMM MO JIEYEHUIO COTIAaCHO NPUHUMNaM AoKa3aTe1bHON MeAULIMHbI U MPEAJIOKEHA CTyNneH4YaTas
cxema Tepanun. [JaHo YeTKoe pa3bsCHEHME K MPOBEAEHMIO aHann3a 3pPeKTUBHOCTH Teparnum n OLLEHKN CTENEHU aKTHUB-
HOCTU 3a6071EBaHMs.

KnrwueBbie cnoBa: KpanuBHuLa, aniepruieckme 601e3Hu, AMarHoCTUKa, 1e4eHne, KIMHUYeCcKne peKkomeHaaumu, 1etu

AnauyntupoBaHums: bapaHoBA.A.,HamasoBa-bapaHoBaJl.C., UnbmnHa H.U., Ky6aHoB A.A., ApaBuitickas E.P., AcTadbeBa H.I,
bazaes B.T., bop3oBa E.H0., BuwHeBa E.A., lfannamosa 0.A., aHunbiveBa W.B., EnuctotnHa O.I., 3HameHckas J1.9.,
KanyruHa B.I., KapamoBa A.3., JleBuHa H0.I., MewkoBa P.4., Onucosa 0.10., Hosuk InA., CamuoB A.B., CennmasiHoBa J1.P,,
Cokonosckun E.B., ®enerHko E.C., ®PepopoBa O.C., domuHa [A.C., XanpytamHoB B.P., YnkuH B.B., LLynbrkeHko A.E.
CoBpeMmeHHble NoAX0bl K BeAeHWI0 NaLMeHTOB ¢ KpanuBHULUeNn. lNeguatpmnyeckas papmaronorus. 2023;20(5):454-477.
doi: https://doi.org/10.15690/pf.v20i5.2629

ONPEAENEHME pylOLWMX reHax, Urparowmx Beaylyl ponb B perynsumnu
KpanuBHuua (0T nart. urtica — Kpanvua) — rpynna BOCMaJIMTE/IbHOro OTBETA), aHadUNaKCUs, HacneaCTBEHHbIN
3a60/1eBaHUI, XapaKTepPU3YOLWMUXCA Pa3BUTUEM BON/bI- @HIMOOTEK M T.M.), HE OTHOCATCH K KpanuBHMLLE.
pen, aHrMOOTEKOB WK TOrO U Apyroro BmecTe [1, 2].
CoCTOSAAHUS, MPU KOTOPbIX BONALIPY SBASIOTCA CUMMNTO- 3TUOJIOFUSAA U NATOTEHE3
MOM (KOXHble TecTbl, ayToBOCManuUTeNbHbIE CUHAPOMbI lMpoBocnanuTenbHble MeguMaTtopbl aKTUBMPOBAHHbIX

(3aboneBaHus, Bbl3BaHHble MyTaLMSIMKU B MPOTEUH-KOAMU- TYYHbIX K/IETOK, TaKue KaK rMCTaMuH, CepPOTOHWH, dak-



TOP, aKTUBMPYIOUWMIA TPOMOOLMTLI, LIMTOKUHbLI, NMPUBOASAT
K BasoaunaTtauuu, NoBblLEHUIO NMPOHULAEMOCTH Kanunns-
POB, aKTMBALMK YyBCTBUTESNIbHbIX HEPBHbIX BOOKOH, BbIXO-
A4y nnas3mbl 3a npefenbl COCyaoB, MPUBIEYEHUIO KNETOK
B MecTo 06pa3oBaHusa BOAAbIPS.

[erpaHynaums TyY4YHbIX KIETOK MOXEeT MpPOWU30MTH
BC/IeACTBME pa3HbIX MEXaHM3MOB aKTMBaLMW, BKO4Yas
cBs3blBaHMe UMMyHorno6ynunHos E (IgE) ¢ BbicokoaddmH-
HbiMK peuenTtopamu (FceRI) Ha NOBEPXHOCTU TYYHbIX Ke-
TOK. B HacTosillee Bpems paccMaTpuBaeTcs ayTOMMMYH-
HbI MEXaHM3M aKTMBAaLMK TYYHbIX KJETOK Yy MNaulMeHTOB
C KpanuBHWLUEW. [MOY4TM Yy MOMOBUHbI MALMEHTOB C XPO-
HWYECKOW KpanuBHULEW onpeaenstotca IgG-ayToaHTuTena
npotneB Kak IgE (5-10%), Tak n FceRIl (35-40%). 31 1gG-
ayToaHTUTEeNa MoryT cBa3biBaTb FCeRI Ha TyyHbIX KneTKax
n 6azodunax, NnpMBoasa K Ux akTusauuu. Nommmo aytope-
aKTUBHbIX 1g€G, BO3MOXXHO GOpMUpOBaHME ayTOpeaKTUB-
HbIX IgE-anTuTen (IgE-aHTn-TMO, IgE-aHTN-dSDNA n ssDNA,
IgE-aHTH-IL-24 1 ap.), KOTopble Bbi3blBAlOT AErpaHynsaLuio
TYYHbIX K/IETOK U 6a3odunos [3—-5].

Ewe oaHMM 3BEHOM NaToreHesa KpanuBHULbI SBASIOT-
CSl HapyweHus BHYTPUKNETOYHOM PErynsiLuumM CUrHasbHbIX
MexaHW3MOB TYy4YHbIX K/IETOK 1 6a30dpunos [6-8].

JerpaHynsauma Ty4HbIX KNETOK MOXeT OblTb Bbl3BaHa
KOMMOHEHTaMK KOMMJIEMEHTA, HenponenTugamu U Heus-
BECTHbIMM MexaHu3maMu. HeKoTopble HeMMMYyHonoruye-
CKMe GaKTopbl, TaKMe KaK Tenno Wan XoNlog, psaja npenapa-
TOB (HecTepouAHble MPOTMBOBOCMANUTENbHbIE MpenapaThl
(HMNBIM), NpOTMBOBUPYCHbIE, KOHTPACTHbIE CpeacTBa, Onwu-
ouAabl U Ap.) MOTYT NPMBECTU K aKTMBaLMK U AerpaHynsaumm
TYYHbIX KJTIETOK [9].

[MCTONOrMYECKM BONAbIPb XapaKTepU3YeTcs OTEKOM
BEPXHUX U CPeAHMX CNOEB AEPMbI, PaclUMpPeHUEM NOCTKanm-
NAPHbIX BEHYN M NTUMPATUHECKMUX COCYAOB. [N NopaxeHHowM
KOXMW XapaKTepeH CMEeLaHHbIM NepuBacKynspHbIi UHPUIb-
Tpart, NpeacTaBleHHbIn HENTPODUIAMU MU 303NHODUIAMMU,
MaKpodaramu, T-KneTkamu, npu 3TOM COCYAUCTas CTEHKa
He nopaxeHa [10]. MNpun aHrMooTeKe, KOTOPbIN ABASETCA CUM-
nToMoM 3aboneBaHus, NOLOGHbIE UBMEHEHMS 3aTparMBaioT
rny6oKMe CNOU KOXM M NOAKOXHYIO KnetyaTtky [2].
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Modern Approaches to the Management of Patients with Urticaria

The Union of Pediatricians of Russia together with the Russian Association of Allergologists and Clinical Immunologists and the
Russian Society of Dermatovenerologists and Cosmetologists have developed new clinical guidelines for the urticaria in adults and
children. Urticaria is a common disease; its various clinical variants are diagnosed in 15-25% of people in the global population,
and a quarter of all cases belongs to chronic urticaria. The prevalence of acute urticaria is 20%, and 2.1-6.7% in child population,
whereas acute urticaria is more common in children than in adults. The prevalence of chronic urticaria in adults in the general
population is 0.7 and 1.4%, and 1.1% in children under 15 years of age, according to the systematic review and meta-analysis,
respectively. This article covers features of epidemiology, etiology, and pathogenesis of the disease with particular focus on
differential diagnostic search. Guidelines on treatment and step-by-step therapy scheme (both based on principles of evidence-
based medicine) for pediatric patients were presented. Clarification on the analysis of the therapy efficacy and the degree of

disease activity was given.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

SANUAEMHUONIOrUsA

PacnpocTpaHeHHOCTb OCTPON KpanuBHWLbI COCTaBnseT
20% [11], cpean petckoro Hacenewuns — 2,1-6,7% [12],
npv 3TOM OCTpas KpanuBHWLLA Y AETeN BCTpevaeTcs valle,
4eM y B3pPOC/bIX. XPOHWYECKAs CMOHTaHHas KpanuBHULA
(XCK) noparkaet go 0,5-5% HaceneHus, }eHWmnHbl 60neloT
Yalwe MyX4uH [13]. Mo gaHHbIM cUCTeMaTU4yecKoro o63opa
M MeTaaHanuM3a, XPOHMYECKass KpanuBHULA Yy B3POCbIX
B 06wen nonynsauum coctanset 0,7 u 1,4% cOOTBETCTBEH-
Ho, y aeten oo 15 net — no 1,1% [14-18].

OCOBEHHOCTU KOAUPOBAHUSA 3ABOJIEBAHUSA

no MEXXAYHAPOAHON CTATUCTUYECKOM

KJACCUDUKALIUU BONIE3HEN U MPOBJIEM,

CBSfiI3AHHbIX CO 3[JO0POBbEM

L50 KpanuBHuua

L50.0 AnnepruyecKkas KpanuMBHULLa

L50.1 MagmonaTuyeckas KpanuBHML A

L50.2 KpanuBHuLa, Bbi3BaHHast BO3AENCTBUEM HU3KOM
WM BbICOKOM Temneparypbl

L50.3 epmatorpadpuryecKkas KpanmBHuLa

L50.4 BubpaumoHHas KpanueHuua

L50.5 XonnHepruyeckasa KpanMBHULLa

L50.6 KoHTaKTHasa KpanuBHULUa

L50.8 [pyras kpanuBHuua

L50.9 HeyTo4yHeHHas KpanuBHuLa

T78.3 AHTMOHEBPOTUYECKNI OTEK

KNIACCUDUKALIUA

KpanuMBHULYy KnaccudUUMPYOT NO NPOAOIKUTENBHOCTH
TEeYeHus, No TMnam M noaTunam. Y oaHOro naumMeHTa MoryT
6bITb ABE M 6051ee pa3Hble GOpMbl KpanuBHULbI [1, 2, 19].

Ona OoCTpOM KpanuWBHWULbI XapaKTEpPHO pas3BuUTHUE
BONAbIPEN W/WIW @HTMOOTEKOB B Mepuoa MeHee 6 Hep.
MHayumpyemas KpanuBHMLLA MOXKET MPOTEKATb XPOHUYECKMH,
No3TOMy 3T GOPMbl BK/IOYEHbBI B KNAaCCUOUKALMIO XPOHM-
YeCKOW KpanuBHULbI. B Te4eHnn pasHbiXx GOPM KpanmBHULLbI
eCTb 0COGEHHOCTU, HaNpMMep, 3amMeasieHHas KpanuBHMLA
OT laBNeHns npeacTaBasieT co60M OTEK B MeCTE AaBNIEHUS,
pa3BMBaIOLMIACA Yepe3 HECKONIbKO 4YacoB Mocje BO3AeW-
CTBMSA npoBouuMpytolero daxkrtopa. MHoraa y nauueHToB
C XPOHWYECKOM KpanuBHWLIEW Pa3BMBAlOTCS M30JIMPOBAH-
Hble OTEKM 6€3 BONAbIPEN.

KnaccndunKaumsa XpoHMYECKON KpamnuBHULIbI NpeacTaB-
NeHa B Tab6bn. 1. KpanuBHMU@ MOXET OblTb CMMMNTOMOM
naToONOrMYECKMUX COCTOSAHUI, YKa3aHHbIX B Tabsl. 2, N03TOMy
TpebyeTca npoBefeHve avddepeHLmanbHON ANarHOCTUKK
C 3TMMU 3aboneBaHnamu [19].

KNIMHUYECKAS KAPTUHA

Mo xapaKTepy Te4yeHus 06bl4HAs KpanuBHULA Noapas-
[IeNSeTCs Ha OCTPYIO U XPOHUYECKYIHO.

Mopa ocTpou KpanuBHMLIEN NOHMMAOT BHE3AMHOE MOsB-
JieHVe BONAbIpen (Kax bl U3 KOTOPbIX CYLLECTBYET He 6onee
24 4) NpOAOIKUTENBHOCTbIO MEHEE 6 Hell, BbISBBaHHOE BO3-
[IeNICTBMEM O[IHOTO MM HECKOJMbKMUX MPOBOLMPYIOLWMNX daK-
TOpPOB.

XPOHMYECKOM KparnnBHULIEH Ha3blBalOT COCTOSIHWE, BO3-
HUKatolllee BCneAcTBUE U3BECTHbIX U HEM3BECTHbIX MPUYKH,
NPU KOTOPOM EXKEJHEBHO WM MOYTU eKeAHEBHO, CPOKOM
6onee 6 Hepa, NOSBASIOTCA BOAAbIPU, KaXAbll U3 KOTOPbIX
cywecTByeT He 6onee 24 v,

OcTpas KpanuBHWLa B 60/bLIMHCTBE Clly4aeB ocTaeTcs
€[IMHCTBEHHbIM 3MM3040M B ¥M3HU NaLuMeHTa.

Ona XPOHUYECKOW KpanuBHWULbI XapaKTEPHO BOJIHO-
o6pa3Hoe TeyeHMe 6e3 MPOrpecCcUpyoWEero YXyalleHUs.
CornacHo AaHHbIM NUTEepaTypbl, NPOAOIKUTENBHOCTL XCK
y B3POCAbIX U AETEN 3HAYMMO He oTanyaeTtcs. Pemwuccus
HacTynaeT B TeyeHue roga y 10-30%, B TedyeHne 3 net —
y 30-50%, nocne 5 netr — y 40-70% nauuneHnToB [20].
XpoHuH4yecKas KpanuBHULIA NPOAOIKAETCS B TedyeHue roaa
y 6onee 70% nauneHToB n 'y 14% coxpaHseTcs 6onee 5 ner.
ConyTCTBYIOLWMIA AHTMOOTEK acCOLMMPOBAH C AJIMTENbHO-
CTblo 3aboneBaHus [21].

CrioHTaHHas (ngmonaTuyecKkasl) KpanuBHULa SBNSETCH
Hambonee 4acTo BCTPEYAOLENCH KIIMHUYECKOM Pa3HOBU-
HOCTbIO XPOHMYECKON KpanuBHULbI. KNMHUYECKM NposiBNs-
eTca BONAbIPAMMK, KOTOPble HE MMEIOT XapaKTepHOW noKa-
IM3aLmMM M COMPOBOXKAAIOTCS 3YAOM, PEXE — MIKEHUEM.
Bonabipy MOryT UMETb TEHEHLMIO K CIMSHUIO B MECTaX Hau-
60nblIero TPeHUs oAeXKaAoW UNu Yacten Tena Apyr o apyra
(Aroauubl, NOSICHWYHAA obnacTb, Njaeyun, 6eapa).

Ha nuue anemeHTbl MOryT NMpPaKTUYEeCKU He BbICTynaTb
Ha[l YPOBHEM KOXW.

B page cnyyaeB BbIChbiNaHWA 3axBaTbiBaloT MpPaKTu-
YECKM BECb KOMXHbIA MOKPOB M MOryT COMPOBOXAATbCSH
NnoBbILEHNEM TEMNEPATYpPbI Tena. Bonabipyu nmetoT cHava-
nla 6neaHo-pPO30BbIN LIBET 3a CYET NIOKAJIbHOro paclimpe-
HUS MOBEPXHOCTHOM CETU KPOBEHOCHbLIX COCYAOB [EPMbI,
a 3aTem, NO Mepe HapacTaHus oTeKa B COeAMHWUTENbHOM
TKaHW W claBNiEHNUs CETU MENIKMUX COCYAOB, OHM (Y AeTen —
yacTo) MoOryT npuobpetatb dapdopoBo-6enbii LBET.
MpK yMeHbLIEHWW BbIPAXXEHHOCTU OTEKa BONAbIPM MocTe-
NMEeHHO CTaHOBATCA PO30BOro LiBeTa, a 3aTeM ucyesaloT
6eccnegHo.

Takum o6pas3om, 4719 BONAbIPA NPU KpanuBHULE Xapak-
TEPHbI cnefyolLIne NPU3HaKK:

Ta6nuua 1. Knaccudurauma XpoHUHEeCKOM KpanuBHULLLI (aaanTuposaHo 13 [19])

Table 1. Classification of chronic urticaria (adapted from [19])

XpoHM4YecKan cnoHTaHHaA (MauonaTuyecKasn) KpanMBHuLa

UHayuupyemasn KpanuBHMua

MosBneHne BONAbIPEN U/UNW @HTUOOTEKOB B Nepuoa oT 6 Hel
1 6onee BCNEACTBUE M3BECTHLIXL U HEM3BECTHbIX MPUYMH

CUMNTOMAaTUYECKUit AepMorpaduam?
WHayunpyemas xonogom3
KpanusHuua ot aasnenna®
ConHeyHas KpanueBHMLa
MHayumnpyemas Teniom®
Bn6paLnOHHbIM aHTMOOTEK
XonvHepruyeckas KpanuBHuua
KoHTaKTHaa KpanvBHuLUa
AKBareHHas KpanvBHuLa

lpumeyaHne. 1 — Hanpumep, ayTopeakTUBHas, BCIEACTBUE HaNIMYNG ayTOaHTUTEN, aKTUBUPYIOLLMX Ty4Hble KNeTKKU; 2 — dpopma, n3BecTHas
KaK aepMorpaduyeckas KpanMBHULa; 3 — U3BECTHAdA KaK Xx01040Bas KOHTAKTHas KpanuBHULA; 4 — U3BECTHAs KaK 3amMeafieHHas Kpanus-

HULa OT flaBfieHns; 5 — n3BecTHasa Kak TennoBas KOHTaKTHas.

Note. 1 — autoreactive (due to the presence of autoimmune antibodies that activate mast cells); 2 — dermatographic urticaria; 3 — cold
contact urticaria; 4 — delayed pressure urticaria; 5 — heat contact urticaria.



® LeHTpaibHbIM OTEK pasHblX pa3MepoB, NOYTU Bceraa

OKPYXEHHbIN 3pUTEMOMN;
®  3yA, MHOTAA OLLYLLEHWE XIKEHUS;

° 06paTUMOCTb (BOSIAbIPb UCYE3AET 6ECCeHO B TeYEeHHUe

1-24 v).

YacTHbIM ciyd4aem KpanuBHWULbI SBASETCH aHMMOOTEK
(6os1€e paHHMe TEPMUHbI; aHrMoagema, otek KBuHke, orpa-
HUYEHHbIN aHMMOHEBPOTUYECKMI OTEK, rMraHTCKas Kpanus-
Hnuya). 3aboneBaHWe xapaKTepu3yeTcs 6bICTPO GOpPMUPY-
IOWMMCS, 0BbIYHO OFPaHUYEHHbIM, FTYGOKMM OTEKOM KOXMU
WK CAN3KCTbIX 060104€eK. OKpacKa KOXu B 061acTu aHrmo-
oTeKka 6onee 6GnegHas, Koxa NioTHas Ha ouwynb, B 30HE
OoTeKa HanpsixXeHa, Npu HaxkaTum NanbLeM B 06nacTn otTexka
BAaBlieHMe He obpasyeTcs. AHIMOOTEK Yalle pa3BMBaeTcs
Ha OAHOM y4acCTKe KOXHOro MoKpoBa, 60MblIeN YacTblo
aCMMMETPUYHO. BaXKHbIM KAIMHUYECKUM CUMMTOMOM, OT/IU-
YaloWmMM aHrMoOTEK OT KpanuBHMLbI, SBASETCA OTCYTCTBUE
3yaa. MNauneHToB 06bI4HO 6GECMOKOUT YYBCTBO pacnupaHus,
pexxe — 60ne3HeHHOCTM B ob6nactn oteka. B npouecc
BOBJIEKAIOTCS MMaBHbIM 06Pa30M XOPOLIO PaCTAKMUMblE TKa-
HU, UMEIOLLME PLIXSTYIO MOAKOXKHYIO XMPOBYIO KNeTYaTKy —
obnacTtb BeK, ry6, WeK, MOLWOHKA, KpanHss MaoTb, pexe —
KOHEYHOCTH, MBOT, @ TaKKe CN3UCTble 060/104KM NOSTOCTH
pTa, A3blKa, ropTaHu.

MpK 3TOM KNIMHUYECKasa cuMNToMaTMKa 6biBaeT 06yCcnoB-
NleHa nokanusauuen oteka. [pun oTeke CIM3nCcTon 060J104KH
HOCa MOTYT 6bITb YAXaHWE M 3aTPYAHEHUE HOCOBOTO AblXaHUS.
Mpn nopakeHnn ry6 M S3blKa OTMEYaeTcs pe3Koe acuM-
METPUYHOE YBENWYEHUE WX PaA3MEpPOB, HapylwaeTcs pedb.
Mpn dopmunpoBaHun oTeKa B 061acTU ropTaHu BO3HUKa-
0T OCUMNOCTb ronoca, BNAOTb 40 adoHMM, 0BYCNOBAEHHAsS
OTEKOM ro/10COBbIX CBA30K, @ 3aTeM U 3aTpyAHEHME AblXaHUS.

AHIMOOTEK MOMET COXPAHATLCS B TEYEHUE HECKONbKMUX
4acoB, B HEKOTOpbIX ciaydasx Ao 72 4. lpu peunamsax
HepeaKo nopaxaloTcs Te e aHaTOMUYeCKUe oKann3aLmu.

Taknm 06pa3om, aHrMOOTEK XapaKTepu3yeTcs cnenylo-
LWMMU NPU3HaKaMu:

° ObICTPOpPa3BMBaIOWMINCA OTEK MYOOKUX CNOEB LEPMbI,

NOAKOXHOWM KNeT4aTKM M NOACAU3UCTOrO Cos;

*  YyBCTBO pacnupaHusa 1 60Ne3HEHHOCTH Yallle, Yem 3ya;
*  BO3MOMHOE OTCYTCTBME IPUTEMDI;
* paspelleHne B CPOK A0 72 4.

AUATHOCTUKA

Kputepum gnarHocTuku

[JuarHoctuka KpanuBHULblI O6bIYHO He TpebyeT nabo-
paTOpPHOro MNOATBEPXKAEHMSA (B OTAMYME OT AMArHOCTUKMU
NPUYMH KpanusHuubl). O6cnegoBaHue chneayeT HavuHaTb
C AeTaNbHOro udyyeHns aHamHesa u GU3NKanbHOro uccne-
LOBaHWs, a TaKXe OCHOBHbIX flabopaTopHbIX METOAOB,
NO3BONSAOWMX UCKIIOYUTDL TSXKENble CUCTEMHble 3abone-
BaHusA. PacwupeHHoe auarHoctuyeckoe obcnefoBaHue,
HanpaBfieHHOEe Ha BblICHEHWE MPUYMHbBI KPanuMBHULbI, AWK-
TYeTCcs KIMHUYECKOMN CUTyalmen n aHaMmHe30M nauueHTa [2].

Ans AMarHOCTUKKM KpanuBHULbI NauueHTaM BCeX BO3-
pacTHbIX FPynn peKoMeHayeTcs MWcnonb3oBaTbh Halu-
yne ob6paTUMbIX BONALIPEN W/MM AHTMOOTEKOB C LIENbIO
NOCTAaHOBKM AMarHosa [2, 13]. YpoBeHb y6eauTenbHOCTH
peKomeHaauun — C (ypoBeHb AOCTOBEPHOCTU JOKa3a-
TenbCcTB — 5).

ano6bl u aHamHe3

OCHOBHble anobbl Ha o6paTMMble BONAbIPU W/UNK
@HTMOOTEKM, KOXHbBIN 3yA, YYBCTBO pacnupaHus npu aHru-
oOTeKax.

Mpn c6ope aHamHe3a cneayet o6paTuTb BHUMaHUE
Ha onucaHue nauuMeHTOM 3/IEMEHTOB (BMA, pa3Mep, NoKa-
NM3aums aNeMEHTOB, AMTENbHOCTb COXPAHEHUS 3NIEMEHTA,
Hanuyune 3yga, 601 U T.4.); HA HanM4yne u/unu OTCyTCTBUE
aHTMOOTEKOB M WX JIOKanu3auuto; Havyano 3aboneBaHus,
ANUTENBbHOCTb AAHHOro 3anu3oga KpanuBHWLbl; 3dPeKTmB-
HOCTb @HTUIUCTAMMUHHbIX CPEACTB CUCTEMHOrO AENCTBUS;
xapaktep M 3dPEeKTMBHOCTb NpeawecTBYOWEro Neye-
HUS; LMKIMYHOCTb MOSIBNEHUSA 31EMEHTOB (BpeMs CYTOK,
CBSI3b C MEHCTPYasbHbIM LMKJIOM M T.N.); CBSA3b 060CTPEHUS
C NpueMoM aueTuncanuumaoBon Kucnotbl, n/unu HIBIM,
WY MHTMOUTOPOB @aHrMOTEH3UHNPEBpPaLLatowero pepmeHTa
(AMN®P), nnu apyrux NeKkapcTBEHHbIX CPEACTB; CTPECC; Hanu-

Ta6nuua 2. 3a6oneBaHus, ICTOPUYECKM OTHOCUBLUMECSH K KPanUBHULLE, U CUHAPOMbI, BK/lOYaloLWMe KpanuBHULY/aHrMOOTEK

(apganTnpoBaHo M3 [2])

Table 2. Diseases considered as urticaria and syndromes including urticaria/angioedema (adapted from [2])

MurmeHTHas KpanvBHMUa (MacToumnTos)

CUHAPOM aKTUBaLUMKM TYYHbIX KeToK (MCAS)

YpTUKapHbIA BacKynuT

BpafiMKMHWMH-0NOCpeloBaHHbIM aHTMOOTEK (HanpUMep, HacNeACTBEHHbIN aHrMOOTeK)

AHadunaKkcus, nHayumpyemas GpuU3nyecKomn Harpy3komn

(CINCA/NOMID)

KpronupuH-accounmpoBaHHble Nnepuoanyeckune cuHapomol (CPAS; ypTUKapHbIe BbiCbiNaHus, peLManBupytolwas nuxopajKka, aptpanrus
UM apTpuT, BOCNaneHune rnas, cnabocTb, rofloBHble 60/K), TaKMe KaK CEMEWHbIV X0N040BOM ayToBOCNaNUTeNbHbIM cMHAPOM (FCAS),
cuHgpom Muckle — Wells (kpanuBHuLa-rnyxota-amuiouao3a), HeoHaTalbHble MYbTUCUCTEMHbIE BOCNanuTeNbHble 3aboneBaHus

B MbILWLLAX U KOCTSAX, apTpanruu, apTpuTsl, IMMdageHonaTus)

CuHapom Schnitzler’s (peunanBupytownme ypTUKapHble BbiCbiNaHWs, MOHOK/IOHabHas raMmanaTus, peuansupyiollas nuxopagxka, 6oaum

CuHapom Gleich’s (ann3oanyecKuii aHrMooTeK ¢ 303MHODUINEN)

CunHapom Well’s (rpaHynemMaTo3Hblil AepMaTuT ¢ 303MHObUNnen)

BynnesHbi nemourons (npebynnesHas ctaans)

BonesHb Ctunna B3pocnbix (AOSD)

PEDIATRIC PHARMACOLOGY. 2023;20(5)
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MpumeyaHmne. MCAS — mast cell activation syndrome; CPAS — cryopyrin-associated periodic syndrome; FCAS — familial cold autoinflam-
matory syndrome; CINCA — chronic infantile neurologic cutaneous and articular syndrome; NOMID — neonatal-onset multisystem inflam-
matory disease; AOSD — adult-onset Still's disease.

Note. MCAS — mast cell activation syndrome; CPAS — cryopyrin-associated periodic syndrome; FCAS — familial cold autoinflammatory
syndrome; CINCA — chronic infantile neurologic cutaneous and articular syndrome; NOMID — neonatal-onset multisystem inflammatory
disease; AOSD— adult-onset Still's disease.



CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

4yune aTonMyeckux 3aboneBaHui, KpanuBHULbI B JIMHHOM
M CeMENHOM aHaMHe3e; Hanuynme GU3NYEeCKUX CTUMYNoB
060CTPEHNSA KpanuBHWLbI; BbiIBNEHWE MNpPeawecTBYOLWMX
MM HaCTOSILLMX XPOHUYECKMX MAWM OCTpbIX 3aboneBaHui,
nepeHeceHHbIX XMPYPrMYECKUX BMeLWaTeNbCcTB, nepenunsa-
HUS KPOBU W €€ KOMMOHEHTOB; Bble3[ WK MpPOXKMBaHWe
B PErMoHax ¢ BbICOKMM PUCKOM 3aparkeHUst MHOEKLIMOHHbI-
MU UKW Napa3uTapHbiMKU 3a60eBaHUAMM, NocCeLeHNe NyH-
KTOB O6LLECTBEHHOrO NUTaHUS; CBA3b 06OCTPEHUI C MpwU-
eMOoM nuwM; npodeccuoHanbHas AesTeNbHOCTb, X066W;
peaynbTaTtbl paHee NPOBEAEHHOro 06¢cneJ0BaHUsA U NeYeHuns
[2, 13].

MpaBnibHO M NOAHO COBPaHHbIM aHaMHE3 M OLLEHKa Kn-
HUYECKUX NPOSIBIEHMI MO3BONAIOT COCTaBUTb AajbHENLLMIA
nnaH o6cnefoBaHnsa U YeTKUM anroputm anddepeHumans-
HOW AMArHOCTUKM, MWHUMWUIUPYS BEPOSATHOCTb runepau-
arHOCTMKM U HenpaBWIbHOM MHTEpnpeTaLmMu MNoay4YeHHbIX
LaHHbIX.

dusukanbHoe o6cnegoBaHune

[narHocTnKa KpanuBHMLbI OCHOBbIBAETCS Ha O6Hapy-
YEeHUU YPTUKapUM U/Unn aHrnooTeKkoB. JlabopaTopHoe Nnoa-
TBEPXKAEeHWE TpebyeTcs TONbKO AN BbISIBAEHWUA MPUYUHbI
3aboneBaHus.

N3mepeHne apTepmnanbHOro AaBAeHus, YacToTbl cepaey-
HblX COKpalleHuh, TeMnepaTypbl Tena, onpegeneHve pas-
MepoB nepudepuyecknx nMMdaTUyecKmx y3nos, MeveHwu,
CeneseHKM, aycKynbrauus nerkux, cepaua, najibnatopHoe
nuccnegosaHmMe GPIOWHON MONOCTU MOTYT BbISIBUTb CUM-
nToMbl 3a6oneBaHuit, BEPOATHO CBA3AHHbIX C Pa3BUTUEM
M COXpPaHEHWEM CMMMNTOMOB KpanuBHULUbIL. [1pKU Hannyuu
noKasaHuW AN BbISIBAEHWS COMyTCTBYIOWMX 3a60neBaHni
M 04aroB XPOHWYECKOW MHDEKLUMK, TIKENOTO U HEKOHTPO-
NMPYyEMOro TeyeHns 3aboneBaHuns cnegyet NpPoBeCcTH COOT-
BeTCTBYyloLLlee ob6cnenoBanue [2, 13].

JlaGopaTopHble gUarHocTUYeCKue UccnefoBaHusa

B cnyyae ocTpow KpanuBHWLbI He peKomeHayeTcs
npoBOANTbL 06CnefoBaHne BCEM NaLMeHTaMm, 3a UCKII0-
YeHWeM cly4yaeB yKa3aHusa B aHamHe3e Ha npoBouMpy-
lowmn GakTop, C Lenblo OrpaHnYeHns HeomnpaBAaHHbIX
meTonoB ob6cneaoBaHus [2, 22]. YpoBeHb y6eauTenb-
HOCTU peKomeHAaauuin — C (ypoBeHb JOCTOBEPHOCTH
AOKasaTtenbcTB — 5). B cnyyadax aHaMHEeCTUYECKMUX YKa-
3aHWM Ha NPOBOLMPYIOWNIA GaKTop NOKalzaHo goobcene-
LOBaHue.

MpKn XpPOHMYECKOM KpanuBHHWLIE peKoMeHayeTcs obcene-
[LOBaHWe BCex NaLMeHTOB A5 BblBAEHUSA NPUYKUHbI 3a6oe-
BaHus. B cnyvyae XpOHUMYECKOM KpanmMBHULbI PEKOMEHAYETCA
OrpaHWYeHHbIM CNeKTp ob6a3aTenbHOro obcneaoBaHus [2,
9, 23]. YpoBeHb y6eaAUTeNbHOCTU peKoMmeHaauumn — C
(ypoBEHb JOCTOBEPHOCTU AOKa3aTeNbCcTB — 5). CneKkTp
AWarHoCTMKK, KpoMme PYTUHHbLIX MeTohoB ob6cnenoBaHus,
OVKTYeTCS KNMHUYECKOM CUTyaumnen u aHaMHe30M NnauneH-
Ta.

Bcem naumeHTam C XPOHWYECKOM U C OCTPOM Kpa-
NUBHULEN NOKa3aHO NPOBeAeHUe KNMHUYECKOro aHanmsa
KPOBW B cnyvyae HeEOBGXO4MMOCTU NOATBEPKAEHMSA/UCKNIO-
4YeHus BOCNanuTEeNbHOW peaKLMu, OLEHKWM YPOBHSA 303M-
HodunoB n 6asodunos [2]. YpoBeHb y6eaUTENbHOCTH
pekomeHaauuiht — C (ypoBeHb AOCTOBEPHOCTHU fJOKa3a-
TenbCcTB — 5).

PekomeHayeTcs npoBefeHue uccnefoBaHUs YpPOBHS
C-peaKTnBHOro 6enka (CPB) B cbiIBOPOTKE BCEM MaLlMeHTam
C XPOHUYECKOW KpanuMBHULEN M NO MOKa3aHMAM — nauu-
€HTaM C OCTpPOM KpanuBHULEW (MpW HanMyuu nojospe-
HWUM Ha CUCTEMHbIM BOCMaJUTENIbHbIK MPOLLECC) C Lebio

NOATBEPKAEHUSA/UCKNIOYEHUA CUCTEMHOW BOCMNANUTENbHON
peakuuu [2, 24-26]. YpoBeHb y6eauTe/IbHOCTU PEeKo-
mMeHaauMn — B (ypoBeHb JOCTOBEPHOCTU [AOKa3a-
TenbcTB — 3). CPb — 4yBCTBUTENbHbIN MapKep, YPOBEHb
KOTOPOro MOMeT 6biTb noBbiweH npu XCK 13-3a akTuBa-
LMW TYYHbIX KNIETOK, COMPOBOXKAAOLWENCS BOCNaaMTeNIbHON
peaKkuuen. YpoBeHb CPB KoppenupyeTt ¢ akTMBHOCTbIO 3a60-
NeBaHus, ero ANUTeNbHOCTbIO U NIOXMM OTBETOM Ha aHTU-
rMCTaMUHHbIE CpeACcTBa CUCTEMHOIO AENCTBUS.

Heo6xoa1Mmo npoBegeHne nccnefoBaHuns ypoBHS obLe-
ro ummyHornoobynuHa E (IgE) B KpoBM BceM nauueHTam
C XPOHMYECKOM KpanMBHULIEN M NaLMeHTaM C OCTPOW Kpa-
NMUBHWLLEN NPWU NOBTOPHbIX 3NM304ax ANs YTOYHEHUS naTore-
He3a 3aboneBaHus [2, 24-28]. YpoBeHb y6eAUTENbHOCTH
peKomMmeHaauuin — B (ypoBeHb JOCTOBEPHOCTU AOKa3a-
TenbcTB — 3).

UccnepoBaHune ypoBHS IgG-aHTUTEN K TUpeonepoKeuaa-
3e (TMO) pekomeHAO0BaHO BCEM NaLMeHTaM C XPOHUYECKOM
KpanuBHULEN C LLeNblo BbIBIEHUSA BOSMOXHOMO 3TUONIOMM-
yeckoro daKktopa v anddepeHunanbHON AUArHOCTUKK [2,
25, 26, 29-31]. YpoBeHb y6eAUTEe/IbHOCTU PEeKoOMeHAa-
uuin — B (ypoBeHb JOCTOBEPHOCTU iOKa3aTeNbCTB — 3).
Bonee yem y 10% naumneHToB ¢ XCK BbISIBNSAETCH XPOHMU-
YECKUN ayTOMMMYHHbI Tupeonaut (XAUT), amMarHoctupy-
eMblit No ypoBHAM aHTuTen IgG K TMO. XAUT y naumeHToB
¢ XCK cBfizaH c apyrumu opraHocrneunduyHbiIMU K/Unm
CUCTEMHBIMU ayTOUMMYHHbIMKU 3ab0oneBaHUsM, YKa3biBaeT
Ha AnvTeNnbHOe TeyeHue 3aboneBaHMs, 4Yalle oTMevaeT-
cs y B3pociblx. JanbHenwee obcnefoBaHWe W ieveHue
no nosogy XAUT npoBOAUT Bpay-3HAOKPUHONOr / AETCKUN
3HAOKPMHONOr B COOTBETCTBUMU C AENCTBYIOWNUMMN KIUHUYE-
CKMMW peKoMeHaLunamu.

CnegyeTt paccMoTpeTb npoBeaeHue OGMOXMMMUYECKOro
obLieTepaneBTUYECKOrO aHaNlM3a KpoBM NauneHTam ¢ Xpo-
HMYECKOW KpanuWBHULIEN ONA AMArHOCTUKM BO3MOXHbIX €e
npuyuH [2, 24]. YpoBeHb y6eauUTe/IbHOCTU peKoMeHaa-
uuin — C (ypoBeHb JOCTOBEPHOCTHU fJOKa3aTeNbCTB — 5).
O6bl4HO MpOBOAMTCH UcchiefoBaHWe GEPMEHTOB MevyeHu
n 6unupybuHa [24, 31].

[anbHeiwee ob6cnegoBaHuWe OCYLLECTBASETCS cornac-
HO COOTBETCTBYIOLWMM KIMHUYECKMM PEKOMEHAALMAM Bpa-
4YOM-racTPO3IHTEPONOrOM, U/UNN BPAYOM-UHDEKLMOHUCTOM,
W/ gpyrumu cneumanmctamu.

PekomeHayeTcs nNpoBefeHWe TeCTOoB A1 UCKIYEHMS
napasuvTapHoOn WHBa3WWM NauUMEeHTaM C OCTPOM WU XPOHM-
YeCKOoM KpanuBHULEN MNpu NOAO3PEHUU Ha BO3MOXKHYIO
CB$SI3b KpanuBHWLbI C AAHHOM NaTonorMen ¢ agnarHocTuye-
CKOW uenbto [2, 24, 31-38]. YpoBeHb y6eAUTENIbHOCTHU
peKkomeHpauuin — C (ypoBeHb JOCTOBEPHOCTU flOKa3a-
TenbcTB — 5). HazHayeHne obcnegoBaHusa U BbIGOp Ana-
FHOCTUYECKUX TECTOB MPOBOAMUTCS B COOTBETCTBUM C KIMHMU-
YeCKOW cuTyauumen.

lMpoBefeHne TeCTOB AN UCKIOYEHUA Npoyen UHEK-
LMK, B TOM Yucne BUPYCHOWU, Helicobacter pylori, peKoOMeH-
AyeTcs nauuMeHTam C OCTPOM M XPOHUYECKOM KpanuBHU-
Luen npu NoAo3pPeHnn Ha BO3MOMKHYIO CBS3b KpanwBHMLbI
W AaHHOW NaToNOrMu ¢ AMarHocTMYecKom uenoto [2, 24, 30,
38-41]. Ana peTei: ypoBeHb y6eAUTEJ/IbHOCTU PEKO-
mMeHaauuii — C (ypoBeHb JOCTOBEPHOCTU [JoOKa3a-
TenbcTB — 3). 118 B3pOC/bIX: yPOBEeHb y6€AUTENIbHOCTH
peKkomeHpauuin — C (ypoBeHb JOCTOBEPHOCTU lOKa3a-
TenbcTB — 5). HazHayeHne obcnegoBaHusa U BbIGOp Ana-
FHOCTUYECKMX TECTOB MPOBOAMUTCS B COOTBETCTBUM C KIUHM-
YeCKOW cuTyauumen.

Y nayMeHToB C XPOHUYECKOM KpanuBHULIEN MPU No[o-
3PEHWN HaA CUCTEMHBIN ayTOMMMYHHbIM Mpouecc peKo-
MeHayeTCca onpejeneHne CoAepXKaHus aHTUHYKneap-



HbIX a@HTUTEN K Sm-aHTUreHy (aHTUreHam sgpa KaeTku
n OHK (aHTUMHYKneapHbIX aHTUTeNn)) ¢ anddepeHunanbHOo-
OnarHocTuyecKon uenbto [2]. YpoBeHb y6eaUTeIbHOCTH
pekomeHaauuin — C (ypoBeHb JOCTOBEPHOCTHU AOKa3a-
TenbCcTB — 5). [lanbHenwee obcnegoBaHMe NPOBOAUTCS
COrnacHoO COOTBETCTBYIOLWMM KAMHUYECKUM peKoMeHaa-
LMAM.

PekomeHayeTca uccnegoBaHne YpPOBHA WMHrnoéuTopa
C1-actepasbl (C1-INH) B KpoBM 1 onpeaeneHne GyHKLUMO-
HanbHOM aKTMBHOCTK Cl-acTepa3HOro MHrMbuTopa B KPO-
BM METOAOM WMMMYHODEPMEHTHOrO aHanu3a nauueHTam
¢ XCK # aHrnootekamu (C KIMHUYECKUMU NPOSBIEHUAMMU
M30/IMPOBAHHOIO CMOHTAHHOrO aHrnmooTeka) ana andode-
peHUManbHOM AMAarHOCTUKM HacneiCTBEHHOMO M CMOHTaH-
HOro aHrnooTeKa [2, 42-46]. YpoBeHb y6eauTe/IbHOCTH
pekomeHaauuin — C (ypoBeHb JOCTOBEPHOCTHU AOKa3a-
TenbCcTB — 5). [lanbHeNlwee ob6cnegoBaHMe NpPoBOAUTCS
COrnacHoO COOTBETCTBYIOLWMM KAMHUYECKUM peKoMeHaa-
LMAM.

MauneHTaM ¢ XpOHUMYECKON KpanuBHULLEN NPpU NoLO3pe-
HUKW Ha YPTUKapPHbIA BaCKynUT peKOMeHAyeTca uccneaoBa-
HWE YPOBHS KOMMIEMEHTa U ero Gpakumi B KpoBu € And-
depeHumanbHo-gMarHocTu4yeckon Lenbto [25]. YpoBeHb
y6eauTeNbHOCTU peKomeHgauun — C (ypoBeHb JOCTO-
BEPHOCTU AOKa3aTeNbCTB — 5). YpTUKapHbIN BaCKyIuT
C TMNOKOMMNNEMEHTEMUEN [MArHOCTUPYIOT Ha OCHOBaHWM
[BYX OCHOBHbIX KPUTEPUEB — KpanuUBHULbI U/UAK @HTUO-
HEeBPOOTEKaA IGO0 TOro M APYroro B Te4eHne He MeHee 6 Mec
M TMNOKOMMN/IEMEHTEMUU; BTOPOCTEMEHHBIMX CUMMTOMaMM
MOTYT SIBAATbCA apTpanrus, rnoMepynoHedpuUT HETAXKENOro
TEYEHUs, YBEUT WAU INUCKIEPUT, peunansupylolime 6onm
B »uBoOTe. pn ypTMKapHOM BacKynuTe BOAAbIPU pacnpo-
CTpaHeHbl N0 BCEN NNOLWaAN KOXM 6e3 NPenMyLLeCTBEHHOM
noKkanusauuu, coxpaHstotea 6onee 24 4, MOryT COMPOBO-
KAATbCA 3YAOM, XKeHueM unamn 60nblo, MHOrAa npoTeka-
0T 6€3 yKa3aHHbIX CMMNTOMOB. JpuUTeMa WHTEHCUBHa4,
npu AMacKONUKU B LLEHTPE 3/1eMeHTa ONpeaenstoT ToYeYHble
neTexvu n aKXumMo3sbl [24, 47].

MccnepgoBanue ypoBHS C1-MHIMGUTOPA B KPOBU U DYHK-
LMOHaNnbHOM akTMBHOCTU Cl-MHrMGUTOpPa PEKOMEHLOBaHO
nauneHtTam ¢ XCK v aHrmootekamu (C KNMHUYECKMMHU MPO-
ABNEHUSAMM W30AMPOBAHHOIO CMOHTAHHOrO aHrMooTeKa)
ana gubdepeHumanbHON AMArHOCTUKM HacneACTBEHHOro
W CMOHTAHHOro aHrMooTeKa [2, 24, 25]. YpoBeHb y6eau-
Te/IbHOCTU peKoMeHAaauuin — C (ypoBeHb AOCTOBEPHO-
CTU AOKa3aTenbCTB — 5).

UHcTpyMeHTaNbHble AUarHocTU4YeCcKue

nccnepoBaHus

Cnenyetr paccmoTpeTb MpoBeAeHUE BHYTPUKOMKHOIO
TecTa C ayTOCbIBOPOTKOM NaLMeHTaM ¢ XPOHUYECKON Kpa-
NMUBHULEN C LENblO OnpeaeNeHns NPU3HaKoOB Hanu4yus
dYHKLMOHaNbHbIX ayToaHTnTen IgG NnpoTuB BbicOKOaPUH-
Horo IgE-peuenTtopa (FceRla) unu IgE [25, 48—-50]. YpoBeHb
y6eauTeNnbHOCTU peKoMmeHaauuin — B (ypoBeHb AOCTO-
BEPHOCTU AOKa3aTteNbCTB — 2). [10N10XUTeNbHbIA TECT
yKa3blBaeT Ha Halnyne GyHKUMOHaNbHbIX ayToaHTuTen IgG
npoTuB BblcokoadduHHoro IgE-peuentopa (FceRla) unu IgE.
TecT UMeEeT yMepPeHHyYIo cneumdUYHOCTb KaKk MapKep aTux
dYHKLMOHaNbHbIX aHTUTeN, oTpuLaTeNnbHbll TecT umeeT
BbICOKYIO MPOrHOCTUYECKYIO LLEHHOCTb A5 UX UCKIOYEHNS.
Kpome Toro, NofoXK1TEeNbHbIM TECT aCCOLMUPOBAH C TAXKe-
CTbi0 KpanMBHMULbI, M1OXMM OTBETOM Ha @HTUTUCTaMUHHbIE
cpefcTtBa CUCTEMHOTO AEUCTBUA. Y AeTen BHYTPUKOMKHbIN
TEeCT C ayTOCbIBOPOTKON He CTaHAapTM3UPOBaH, NpUMeHe-
HWE B KJIMHMYECKOM NneanaTpuyecKor MpaKTUKe orpaHu-
YeHHO.

PekomeHayeTcq paccMOTpeTb npoBeaeHue 6GMoncuu
KOXM NauueHTaM C XPOHMYECKOM KpanuBHMLIEN NPU NoJo-
3pEHNN Ha ypPTUMKapHbIM BackynuT ¢ anddepeHunanbHo-
[IMarHoCTUYEeCKON Lenbio [2, 24, 25]. YpoBeHb yoeauTenb-
HOCTU peKomeHaauun — C (ypoBeHb JOCTOBEPHOCTHU
AOKasaTenbCcTB — 5).

MaTtonoroaHaTomMMyeckoe uccnegoBaHne GUOMNCUINHOIO
MaTepuana Koxu nauueHToB C XPOHUMYECKOW KpanuBHULIEN
nokasaHo gns andbdepeHunanbHOM AMarHoOCTUKK B cinyvae
HanMuns y naumMeHTa KAWHUYECKMX MPU3HAKOB YypTUKap-
HOro Backynuta [2, 24, 25]. YpoBeHb y6eauTebHOCTH
peKomeHaauun — C (ypoBeHb AOCTOBEPHOCTU JOKa3a-
TenbcTB — 5).

lMauneHTamM C XPOHWMYECKOM KparnuBHULEN B WMHOUBU-
AyanbHOM MopsiAKe B 3aBMCUMMOCTM OT npeanonaraemow
NPUYUHbI  3a60neBaHUs pPeKoMeHAyeTCs MNpPUMEHEeHUe
WHCTPYMEHTaNbHbIX METOLOB 06CNeA0BaHWUA C AMArHOCTH-
yeckon uenbto [25, 31]. YpoBeHb y6eaAUTE/IbHOCTU PeKo-
MeHaauuin — C (ypoBeHb [JOCTOBEPHOCTU [JoOKas3a-
TenbcTB — 5). [poBOAATCA B paMKax COOTBETCTBYHOLLMX
KNIMHUYECKUX PEKOMEH AL,

MauneHTaM C NOAO3PEHMEM Ha MHAYLMPOBAHHYIO XPO-
HUYECKYIO KpanuBHULY ClleayeT pacCcMoTpeTb NpoBeaeHne
COOTBETCTBYIOLWMX NPOBOKALMOHHBIX TECTOB C ANMArHOCTUYe-
CKOWM uenbto [2]. YpoBeHb y6eAUTe/IbHOCTU peKoMeHaa-
U1 — C (ypoBeHb JOCTOBEPHOCTU AOKa3aTeNbCTB — 5).
[eTam npoBeaeHne NPOBOKALMOHHbBIX TECTOB He 3anpelye-
HO [2], oAHaKO OTCYTCTBME CTaHAapPTM3aLMKM NPOBOKALMOH-
HbIX TECTOB ANS NeanaTpUYeCcKMX NauneHToB CyLeCTBEHHO
orpaHM4yMBaEeT Bpaya B MX NPOBEAEHUN BCNEACTBUE pUCKa
BO3HWKHOBEHUSA 3TUYECKUX U OPUAMYECKMUX HEraTMBHbIX
CUTyaLun.

Heo6xoaMmMo paccmoTpeTb NpoOBefeHWe XO0N040BO-
ro MPOBOKALMOHHOrO TecTa MNauueHTaM C XPOHWYECKOM
KpanuBHULEN AN AWMArHOCTUKKM XONO0LOBOM KpanuBHMLbI
(BapuaHT MHAYLMPOBAHHOM KpanuBHULbI) [2]. YpoBeHb y6e-
AUTENIbHOCTU peKomeHaauun — C (ypoBeHb focToBeEp-
HOCTH il0Ka3aTeNnbCTB — 5). X01040B0N NPOBOKALMOHHbIN
TEeCT NPOBOAWTCS NyTEM annauMKauun KybuKa Nbaa Ha KOXy
npeanneybs. Jleg AO/MKEH Haxo4MTbCA B MNIACTUKOBOM
nakeTe WAM cTakaHe 4NS TOro, YTo6bl U3b6exaTb KOHTaKTa
KOXMK ¢ Bogon. Bpemsa annnnkaumm — 5 MuH. B oTaenbHbIx
cNnyyasx OHO MOKeT ObiTb YBEMYEHO WMAM YMEHbLUEHO (0T
30 ¢ g0 20 MuH).

TecT cnefyet cynTaTb NONOKMUTENBHBIM, €CIM HA MecTe
nccneaoBaHmsa BbIIBASIOTCS NanbnuMpyeMble U YeTKO BUAW-
Mble BONAbIPU M 3puTemMa, B 60/bWMHCTBE Clly4aeB CONpo-
BOX/JaOWMECS 3yA0OM U/WUNN HIKEHUEM.

lpumevaHue:

° feTsaM npoBejeHue npoBOKaLMOHHbIX TECTOB He 3arpe-
LjeHo [2], ogHaKo oTCyTCTBUE CTaHAapTu3aLUmnu 415 neam-
aTpMYeCKNUX NalMeHTOB CyLeCTBEHHO orpaHuMymBaet
Bpaya B UX NpoBeAeHUU BCIeACTBME PUCKA BO3HMKHO-
BEHMSI ATUHECKMX N IOPUANYECKMX HEraTUBHbIX CUTYyaLUmni;

® HeobXxogMMO OTMEHUTb aHTUIUCTaMMHHbIE CcpeAcTBa

CUCTEMHOI0 AeNCTBMA 3a 48 4 40 NPOoBeAEHNS TECTOB;

° onpegeneHne nopora 4YyBCTBUTEbHOCTM K TpUIrepy
B Poccuiickorn Pepepauun He nNpoBOAWUTCS B CBS3M
C OTCYyTCTBMEM COOTBETCTBYIOLMUX JIMLEH3MPOBAHHbIX
MEANLMHCKMX N3[ESTNA.

MauneHTaM C XPOHMYECKOW KpanuBHULEN ANs AMarHo-
CTUKM 3amMeaIeHHON KpanuBHULbI OT AaBNEeHUs C COOTBET-
CTBYIOLMM aHaMHe30M (BapuvaHT WMHAYLMPOBAHHOM Kpa-
NMUBHWULbI) PEKOMeHAyeTCcs paccMoTpeTb MpoBeaeHue
NPOBOKALIMOHHOrO TecTa ¢ faBfieHnem [2]. YpoBeHb y6eau-
TeNIbHOCTU peKoMmeHAaauuin — C (ypoBeHb AOCTOBEPHO-
CTU AOKa3aTeNbcTB — 5). TeCT ¢ AaBfieHWeM NPOBOAUTCS
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KJIMHUYECKUE PEKOMEHAALUUU

nyTeM MoABelMBaHMUA rpy3a Yyeped naevyo (7 Kr Ha nneye-
BOM PEMHE LUMPHUHOWM 3 CM), BEPTUKaNbHas annaMKkauus rpy-
3a C NOMOLLbIO MOJbIX CTEPKHEN Ha cnuHe, 6egpe nnun npea-
nneyoe Ha 15 mMuH. TecT cneayeT cynTaTb MNONOKUTENBHbIM,
€C/IM Ha y4yacTKe Nnpob6bl OGHapY*KMBAETCst OTCPOYEHHbIN
KpacHbIM nanbnupyembln oTeK. OueHKa TecTa NpoBOAMTCSA
yepe3 6 4 nocre OKOHYaHWS NMPOBOKALMOHHOrO TECTUPO-
BaHusa. PeaKuns o6bl4HO He cBfi3aHa C 3YAOM, HO MOXET
COMPOBOXAATbCA HIKEHUEM WAM OGONE3HEHHbIMKU Ollylle-
HuaMu. KpanuBHULy OT AaBneHus cnepyeT anddepeHun-
poBaTb OT CMMNTOMaTUYECKOro Agepmorpadumama, KOTopbIi
nposiBNSieTca HemeaneHHo [2].

lMpumeyaHmne. OCOBEHHOCTM nNpoBeAeHUs
4TO M NPU XON0L0BOM NPOBOKALMOHHOM TecTe (CM.).

PekomeHgyeTcs paccMoTpeTb nNpoBeaeHue Tenno-
BOro MNPOBOKAaLMOHHOIO TecTa nauuMeHTam C XpPOHWYe-
CKOW KpanuBHULEN C COOTBETCTBYIOLWMM aHaMHE30M
4N9 AWAarHOCTUKKM TEMNOBOW KpanuBHWULbI (BapuaHT UHAY-
LMPOBAHHOW KpanuBHULbI) [2]. YpoBeHb yoeAUTENIbHOCTH
pekomeHpauuih — C (ypoBeHb JOCTOBEPHOCTU [OKa-
3atenbcTB — 5). TennoByl KpanuBHWULY Heo6XoAMMO
anddepeHumnpoBatb OT XOJNUHEPTUYECKOM U COJIHEYHOM
KpanueHuubl. NpOBOKaLMOHHOE TecTMpoOBaHwe cnegyet
NPOBOAMUTL, MPUKNaAbIBAsA ropsaYmii CTUMY/ K KOXe NnafdoH-
HOM YacTu npeanneybs. MeToabl NPOBOKaLMK Tenna, KOTo-
pble MOXHO MCMNONb30BaTb A9 KOXHbIX MPo6, BKAOYalOT
nccnefoBaHUsa € MCNONb30BaHWEM MeTan/MyecKkux/cre-
KNISIHHBIX LMAWMHAPOB, HANOJIHEHHbIX FOPsSYen BO4OM, BaHHbI
C ropsiyen Bogon unu mamepeHus TempTest. HarpeBaTb
B TeyeHue 5 muH npu Temnepatype Ao 44 °C. HeKoTopbiM
nauneHtTam Moryt noTtpeb6oBaTbcd 60/ee KOpPOTKoe
nnu 6onee NPoLOMKUTENBbHOE BPEMS NPOBOKaLMK 1 6onee
BblCOKas Temnepartypa. Yepes 10 MUH nocie nNpoBOKa-
LMOHHOro TECTMPOBAHUA cnefyeT oCMOTpeTb MecTa Npo-
BeAeHNs uccnefoBaHWM M OLEHWUTb pe3ynbTaTbl TECTOB.
TecT cyMTaeTcs NONOXKMUTENbHBLIM, €CNM Ha UCCneayemMoMm
y4yacTKe BMUAHbI Nanbnupyemble U HETKO BUAMMbIE BOSAbIPH
M KOXXHas peakuus no tuny 1. 3Ta peakuusa B GOMbLWKH-
CTBE CNy4yaeB COMPOBOXAAETCH 3yA0M W/UAN OLLyWweHneM
HKenus [2].

lpumeyaHme. OCOBEHHOCTM nNpoBeAeHUs
4TO M NPU XON040BOM NPOBOKALMOHHOM TecTe (CM.).

PekomeHayeTcs paccMOTpeTb MpoOBeAeHWE MNPOBO-
KauMOHHOro TecTa C YynbTpaduoneToBbIM U3y4YEHUEM
M BUAMMbBIM CBETOM NaLMeHTaM C XPOHWYECKOW Kpanws-
HWLEN C COOTBETCTBYIOWMM aHaMHEe30M AN AWarHoCTu-
KW CONMIHEYHOW KpanuBHULblI (BapuMaHT MHAYLMPOBAHHOM
KpanuBHuUbl) [2]. YpoBeHb Yy6efuUTEeNbHOCTU PEKO-
meHaauun — C (ypoBeHb JAOCTOBEPHOCTU [OKas3a-
TenbcTB — 5). [IpoBOKAUMOHHOE TecTMpoBaHue cneayet
NPOBOAMTbL NyTeEM BO3AENCTBUS ynbTpadmnoneToBoro nany-
4yeHus M BuaMMoOro ceeta. [lepep doToTecTupoBaHuem
Heo6x0auMOo u3beraTb MCMNONb30BaHUSA CONHLE3AWMUTHBIX
KpeMoB M GOTOAKTUBHbLIX MpenapaToB. [ns NpoBOKauuu
cneayeT UCNoNb30BaTb COMHEYHbIE UMUTATOPLI C duUabTpa-
MU (YO-A n YP-B) unn moHoxpomaTtopamu (YP-A n YP-B,
BMAMMBIN cBeT). [poBOKaLMOHHOE TeCTUpOBaHWEe MNpPOBO-
AWTCS Ha aroguuax oTAeNbHO B CNeKTpax AnvH BoNH YP-A,
limpokononocHoro Y®-B n Buamumoro ceBeta. Y nauueH-
TOB C oTpuUaTenbHOM peakuuen GOoTOYYBCTBUTENbHOCTb
K BMOAMMOMY CBETY MOXHO NPOBEPWUTb C MOMOLLbIO MPOEK-
Topa (HanpuMmep, cnama-npoexkTopa) Ha paccTosaHuK 10 cMm.
Y nauneHToB € CONMHEYHOW KpanuMBHULEN NPOBOKALMA MpU-
BOAMT K Pas3BUTUIO KpanuBHWUUbI Ha MecTe BO3AENCTBMA
B TeyeHne 10 MUH. TecT cnefyeT cHnTaTbh MNONOKUTENbHbIM,
€C/IM Ha y4vacTKe TecTa BMAEH Nanbnupyembii BONAbIPb,
COMPOBOX/AAOWMINCS 3yA0M U/UNN XKIKEHUEM [2].

TEe Ke,

TEe IKe,

MpumevyaHne. OCOBGEHHOCTU MNPOBEAEHUA Te e,
YTO M NPKU XON0L0BOM NPOBOKALMOHHOM TecTe (CM.).

PekomeHayeTcs paccMOTpeTb MNpoOBefeHWe MNPOBO-
KaUMOHHOro TecTa AN AMarHOCTUKKM AepMorpaduyecKon
KpanuBHULbl (BapuvaHT MHAYLUMPOBAHHOW KpanuBHULbI)
nauueHTaM C XPOHWMYECKOM KpanuvBHMWLIEM C COOTBETCTBY-
oMM aHaMmHe30M [2]. YpoBeHb y6eaUTEeNbHOCTU PEeKo-
meHpauun — C (ypoBeHb [AOCTOBEPHOCTU [OKas3a-
TenbcTB — 5). TecT Ans BbIABAEHUA AepMorpadpuyecKon
KpanuBHULbI: TNagKMi Tynow npeameT (3akpbiTas WapuKo-
Bas pyyKa WAM AEpeBSHHbIN WnaTenb) cneayeT nogHeCcTU
NepneHaMKynsapHO K KOXe W MNPOoBecTM Mo npeannedybio
WU BEPXHEN 4acCTu CMMHbI C HECUAbHBIM HaxKMMOM. Koxa
B 06/1aCTW UCCNefoBaHUs He AOMKHa OblTb NOBpEeXAeHa,
MHOULMPOBaHa M BocnaneHa. TeCT cHMTaeTCs NONOKUTENb-
HbIM, ecnv B TedyeHne 10 MWH nocne NpoBOKaLMKU MOSBU-
MCb 3yA, Nanbnupyembli BonAblpb. [osBneHne aputembl
6e3 3yaa yKasblBaeT Ha NpocTon gepmorpaduam (Hopmasb-
HbI GU3NONOrUYECKUI OTBET).

MpumevyaHne. OCOBGEHHOCTU MNPOBEAEHUA Te e,
YTO M NP XON0L0BOM NPOBOKALMOHHOM TecTe (CM.).

PekomeHayeTcs paccMoTpeTb NpoBeeHNe NpoBOKaLU-
OHHOrO TecTa ANA AWarHOCTUKM aKBareHHoOM KpanuBHWUUbI
(Bap1aHT MHAYLMPOBAHHOW KpanuBHMLbI) MaLMeHTam ¢ Xpo-
HMYECKOW KpanuBHULEN C COOTBETCTBYIOWMM aHaMHE30M
[2]. YpoBeHb y6eauTenbHOCTU pekomeHaauun — C (ypo-
BE€Hb [OCTOBEPHOCTU AOKasarenbcTB — 5). [lng aua-
FHOCTUKM aKBareHHoOW KpanuWBHMULbI MCMOMb3YeTCs TKaHb,
CMOY€EHHas BOAOW MK GU3NONOrMYECKMM PacTBOPOM TeM-
nepatypbl 35-37 °C. TKaHb NOMellaeTcs Ha TynoBullEe
naumeHTta. TKaHb MOXHO CHATb Yepe3 40 MUH WK paHblue,
€C/M NaumneHT coobLliaeT o 3yae M NepBbiX BONAbIPSX. TecT
CYMTaAETCH MONOXKUTENbHBIM, ECIN B FPaHMLax TecTa pa3Bsu-
BaloTCA ypPTUKapHble BbiCbiNaHus B TedeHne 10 MuH nocne
CHATWUSA BNA*KHOM TKaHM.

MpumevyaHne. OCOBGEHHOCTU MNPOBEAEHUA Te e,
YTO M NP XON0L0BOM NPOBOKALMOHHOM TecTe (CM.).

PeKkomeHayeTcs paccMOTpeTb MNpoOBefeHWe NPOoBOKa-
LMOHHOrO TecTa Ans AMarHOCTMKW XOJMHEPrUYEeCKoW Kpa-
NMMBHULbI (BapuaHT MHAYLMPOBAHHOM KpanuMBHWUbI) Nauu-
€HTaM C XPOHWMYECKOW KpanuBHWULEN C COOTBETCTBYIOLLMM
aHaMHe3oM [2]. YpoBeHb y6efuTe/NlbHOCTU peKomeHpaa-
uun — C (ypoBeHb JOCTOBEPHOCTU fAOKAa3aTeNbCTB — 3).
[MPOBOKALMOHHbIN TECT 3aKI0YaAETCA B BbINONHEHUN YMEPEH-
HbIX GU3MYECKUX YNPaXKHEHUIH, COOTBETCTBYIOWMX BO3PaCTy
M 0o6LEMY COCTOSIHUIO MauueHTa (Hanpumep, Ha 6eroBown
[IOPOXKKe UMK cTalMoHapHOM Benoaprometpe). NposeaeHne
BEN03ProMeTprmn Npeanonaraet UMMyNIbCHbIN PEXMUM ynpaBs-
NeHNs BEI03ProMEeTPOM, TO €CTb YCKOPEHUE UM 3aMedsieHne
CKOPOCTH BpaLlleHns neganen o yBennyeHus 4acToTbl nysb-
caHa 15 ya./MuH Kaxable 5 MUH 1 10 KOHEYHOro MakcumMalb-
Horo yeenuyeHuns Ha 90 ya./MUH Bbllle HavyanbHOro YpoBHS
yeped 30 MuH. Bpems nosiBneHus BONAbIPEN Koppenupyet
C TSKecTbto 3ab6oneBaHus. OTMeYaeTcs Bpems Havana noto-
OTAENEHMS U NOSIBAEHMS NePBbIX cCMMNTOMOB. HabnoaeHune
npogonxaetcs ewe 10 MUH B BOCCTaHOBUTENIbLHOM Nepuoge
nocne 30 MWUH Harpy3Ku.

MpumevyaHne. OCOBGEHHOCTU MNPOBEAEHUA Te Ke,
YTO M NPKU XON0L0BOM NPOBOKALMOHHOM TecTe (CM.).

UHble gnarHocTuyecKue uccnefoBaHus

KoHcynbraymmu n yyactue Bpayein-crneymaancroB

B AMArHOCTHUKe M Tepanuu nayueHToB

C KpanuBHuUeHn

Bcem nauneHTam € XPOHWYECKOM KparnuBHULIEM pPEKO-
MEHAYEeTCSA KOHCYNbTaLus Bpaya anneprosiora-MuMMyHonora
W/WnnM Bpava-gepmaToBeEHEpoOsiora € LUeNbio NpoBeaeHus



OWarHoCTUKK / anddepeHunanbHOM AMarHoCTUKK, Ha3Have-
HUS 1 KoppeKuun Tepanuu [23, 51]. YpoBeHb y6eauTesb-
HOCTH peKoMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKasatenbcTB — 5). BegeHne nayMeHToB C OCTPON Kpa-
NMUBHMULEN W B CTaAHAAPTHbIX Clly4asX XPOHUYECKOW Kpa-
MUBHMLbI NPU JOCTUKEHUM KOHTPONS Haj 3abofieBaHuem
MOXET OCYLLeCTBNATLCA BpavyoM-negmMaTpom/Bpadom-Tepa-
neBTOM (B C/ly4ae UX OTCYTCTBUS — BpayoM obLLeN NpaKTu-
KW (CEMENHbBIM Bpa4om)).

dTan AMarHOCTMKM, Ha3Ha4YeHWs U KOHTPONS Tepanuu
OCYLLECTBASETCH C y4acTMeM Bpaya annepronora-MuMmyHo-
nora, Bpaya-gepMatoBeHeponora, Bpaya-neguaTpa/Bpaya-
TepaneBTa, Bpaya-racTpoaHTepoora, Bpadya-aHAOKPHUHONO-
ra, Bpaya-aHLOKpPUHONOra LETCKOro, Bpaya-pesmarosnora,
Bpa4va-OHKONOra, Bpaya OHKofora-remartosiora AeTCKOro,
Bpaya-MHOEKLMOHNCTA, Bpaya-HeBponora, Bpadva-ncuxu-
aTpa, Bpava-remartosiora, Bpaya-nylbMOHONOra WU APYrux
COornacHo KIMHU4YecKom HeobxoammocTu [2, 23, 25].

C uenblo nNpoBeAeHUs AMArHOCTUKKU / anddepeHum-
aNbHON AMArHOCTMKM, Ha3HaA4YeHUs U KOpPPEeKUUn Tepanuwu
nauneHTaM € XPOHUYECKOM KpanuMBHULEN NPU NOJO3PEHUM
Ha aHMMOOTEK ropTaHu WM/Wnu Npu BOBMEYEHUU B MpOLLECC
POTOrNOTKM PEKOMEHAYETCH MNpPOBeAeHWEe NapWHIOCKOMUKU
(Np® @aHrMOHEBPOTUYECKOM OTEKE Nnua M ry6 6e3 YeTKuX
[aHHbIX 3@ aHrMOOTEK ropTaHM — paccMOTPeTb B WHAMW-
BuAyanbHoM nopsake) [52-54]. YpoBeHb y6epuTenb-
HOCTH peKomMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKasatenbcTB — 5). iccnegoBaHMe — napuHrockonus,/
GMOPONapUHIrocKONns/BUAEOIAPUHIOCKONUSA/3aNUdapUHro-
NT@PUHITOCKOMUS — MOXET OblTb MOKa3aHo B Ciyvyae KAWHU-
4eCKon HeobxoanmocTn anddepeHumanbHOn AUMarHoCTUKK
W AN Ha3Ha4yeHUs COOTBETCTBYIOWEN Tepanuun / MeauumH-
CKOro BMelaTenbcTBa BpayoM-CrneuuanuctoM (Bpavyom-
OTOPMHONAPUHIONOMOM UK UHBIM CNieLManucTom).

OueHKa aKTUBHOCTH 3a60/1eBaHHs

U KOHTPOJIs1 Hag cMMNTOMaMH

MNMauneHTaM € XPOHMYECKON KpanuBHULEN cneayeT pac-
CMOTPETb UCMONb30BaHWE BaIMAMPOBaAHHbIX MHCTPYMEHTOB
(LUKan M ONPOCHMKOB) ANS1 OLLEHKW aKTMBHOCTM 60nes3Hu
W/VUNn TSXKECTU 3a60neBaHns U/WUNu A5 OLEHKU pesynbTaToB
nevyexusa [55-59]. YpoBeHb y6eaAUTENIbHOCTU peKoMeHAa-
uun — C (ypoBeHb JOCTOBEPHOCTU JOKa3aTe/NbCTB — 5).
OnpocHuk UAS 7 (Urticaria Activity Score 7 — MHAEKC aKTUB-
HOCTM KpanuBHWUUbBI 3a 7 AHEN) NPUMEHSETCH AN OLEHKM
AKTUMBHOCTM 60/1I€3HM / TAXKECTH 3ab0neBaHns U AN OLLEHKHM
peaynbratoB nedeHns. OnpocHuKk AAS (Angioedema Activity
Score — WwkKana akTMBHOCTM aHIMOOTEKOB) MCNONb3YIOT COOT-
BETCTBEHHO A/151 OLLEHKN aKTUBHOCTM @HrMOOTEKOB. ONPOCHMK
UCT (Urticaria Control Test — TecT KOHTpONS KpanuBHWULbI)
NPUMEHSOT 415 OLEHKM KOHTpons 60fe3HM 3a nocnegHve
4 Hep y nauneHToB ¢ XCK 1 MHAYUMPOBAHHOM KpanuBHULEN.
OnpocHuk DQLI (Dermatological Quality Life Index) ncnonbay-
0T A/19 OLLEHKM KayecTBa XU3HU NaLMeHTOB C AepMaTonorm-
YeCKMMM 3aboneBaHussMKU 16 NeT 1 cTapLue.

B HacTosiLlee BpemMs HET BanMANPOBAHHbIX MHCTPYMEH-
TOB OLEHKM TSXKECTU KpanuBHULbI Y AETEN, OQHAKO B K-
HMWYECKOWM MpaKTUKe Haubonee yacto npumeHsetcs UAS 7
(MHOEKC aKTMBHOCTU KpanuBHWLbI 3a 7 AHen). MHble TecCTbl
MOryT WMCMOSIb30BaTbCsH B 3aBUCMMOCTU OT KIMHUYECKOM
cutyauuu [20].

AnddepeHumanbHas guarHoCcTMKa KpanuBHULbI NPU

3a601eBaHUSAX, COMPOBOXKAAIOWMNXCA YPTUKAPHBLIMH

BbICBINAHNUAMMN

Bcem nauueHTam pexkomeHayeTcs nposefeHue Anbd-
bepeHLManbHON AMarHOCTUKM XPOHUYECKONM KparnuBHMULbI

¢ 3a60/1EBaHUAMN, UMEIOLLUMU CXOAHYIO KIIMHUYECKYIO CUM-
NTOMaTUKy, C Le/Ibl0 CBOEBPEMEHHOIO yCTaHOBAEHUSA Ana-
rHo3a M HasHayeHus ajeKkBaTHOW Tepanuu [2]. YpoBeHb
y6eauTenbHOCTU pekoMmeHpauuin — C (ypoBeHb AOCTO-
BEPHOCTHU JOKa3aTtenbCcTB — 5).

YptnkapHbin Backyaut (YB). Bongbipu npu YB coxpaHs-
toTca 60nee 24 4, CONPOBOXAATCA Nyprnypon, BTOPUYHON
runepnurMeHTaumein o6ycnoBaeHHOM reMOCUAEPHUHOM.

Yauwe 6ecrnoKoaT ¥KeHne n 60M1e3HEHHOCTb, YeM 3ya.
Mpn YB, nOMMMO YpPTUKaApPHbIX 3/IEMEHTOB, MOryT Habsio-
[laTbCs aHrMooTekK, ceTyatoe nueeno (livedo reticularis) [60-
62]. Hapagy ¢ KOXHbIMM CMMNTOMamMM MNauMeHTbl MHOrga
OoTMeYaloT fIMxopagKy, HegomMoraHve, MUanrui u aptpain-
rmn. [na noatBepxaeHus auarHosda YB Tpebyetcs rucrto-
Nlornyeckoe uccnegoBaHve GuonTtata MOpParKEHHOW KOXKM.
TUNUYHBIMU TUCTONOTMYECKUMKU NpPU3HaKamu YB aBnsaioT-
cA nenkouuTapHasa (MpeMmyLecTBEHHO HeuTpoduibHas)
MHOUAbTPauuUsa, dparMeHTUpPOBaHHbIE JIEMKOLMUTBI (ENKO-
UMTOKNa3ns), GUOGPUHOBbLIE OTIOKEHUS B COCYAUCTON CTEH-
Ke M BOKPYr COCYyA0B, MOBPEKAEHHbIE U OTEYHbIE SHA0TENN-
anbHble KNEeTKW MNOCTKaNWANSPHbIX BEHY M 3KCTpaBasauus
apuTpoumToB [60].

bynnesHbin nempurons. Hauwe 60netoT naymMeHTol nocne
60 net. B Hayane 3aboneBaHus, B NpoapomManbHOM (Hebyn-
NIE3HOM) Nepuoae, KIMHUYECKNE NPOSIBNEHUS pa3dHoo6pas-
Hbl M MOryT Habnwopatbcs Bonabipn [60, 63, 64]. Takue
3/IEMEHTbI MOTyT ObITb €AUHCTBEHHBIM NPOsiBNEHNEM 3a60-
NIeBaHUSA Ha NPOTSXKEHUN HECKONIbKUX MECSILIEB.

MHoropopmHasa aKccygatuBHas apuTemMa — OCTpoe
3a60/1eBaHMEe KOXKM U CM3UCTbIX 060N0YEK, XapaKTepuay-
joueecs BHe3amnHbIM MOSIBJEHUEM CUMMETPUYHBIX GUKCH-
POBaHHbIX KPacCHbIX Yy3e/IKOB, YacTb KOTOpbIX MpeBpalla-
eTCq B TUMWYHbIE WM/WUAKN U3pefKa aTUMUYyHble Y3eKOBble
MULLIEHEBUAHbIE 3NeMeHTbl. PasnnyatoT aBe GpopMbl MHOIO-
GOpPMHOM 3KCCYyaaTUBHOW 3puTEMbl: GONbLIYID M Manyto.
06e MMeloT XapaKTepHbI MPU3HAK — OJAMHAKOBbLIA TUN
NepPBUYHbIX MOPAXKEHMIN (MULIEHWM), HO Pa3MYalOTCs MNPUCYT-
CTBMEM WM OTCYTCTBMEM MOPAXKEHUSA CANIUCTON 0600HKHU
M 06WMMK CUMITOMaMK. XapaKTePHbIMU NEPBUYHBIMU KOXK-
HbIMW NOPaXKEHUAMU MpU MHOrOGOPMHOM 3IKCCyaaTUBHOM
aputTemMe ABASIOTCA TUNUYHbIE MULLEHENOAO0OHbIE 3EMEHTbI
(BocnanutenbHble NATHA WMAKW OTeYHble Manynbl) C Pe3KMMKU
rpaHuLaMu, oKpyrion dbopmbl, AnameTpom 3—-15 MM, po30-
BO-KPaCHOI0 WAM SIPKO-KpPacHOro LBeTa, oTauyalolmecs
LLeHTPO6EKHbIM POCTOM C 3anafeHueM LEeHTPanbHOM YacTy,
B pesy/nbTate 4ero BO3HWKAalOT KOJMbLEBUAHbIE 3NEMEHTDI.
Mo Kpato BbiCbiNaHmi 06pa3yeTcs BanukK, a LLEHTP 31eMEHTa,
nocTeneHHo 3anajas, npuobpeTaeT LMaHOTUYHbBIN OTTEHOK.
MopaxeHne CNM3UCTbIX 060J104€eK (Y6 U WeK, ras 1 nono-
BbIX OpraHoB) Habnoaaetcs y 70% nauneHToB. MNopaxeHune
C/IU3UCTBIX 060104EK TUMUYHbI AN5 60/bLLOoM GOPMBI.

Mpn O3HAKOMNEHUW C aHaMHE30M HeOob6XOAMMO YTOY-
HUTb B3aMMOCB$A3b C repneTM4ecKomn Uanm MMKonaa3MeHHOM
MHbEKuMen nMbo NpMEMOM JleKapCTBEHHbIX npenapatos
(cynbdanunamuabl, HMBI, TeTpaunKiuH (TabneTtku), OeH-
3UNNEHULMNANH U ap.) [60, 65].

T-KneToyHass IMMPOMa KOXKM HepefKo MaHudecTupyet
pacnpocTpaHeHHbIM KOXHbIM 3ygoM. Ha paHHMX cTagu-
AX 3a60/1eBaHNsA KOXKHble MHOUABTPaThI, paspelatowmecs
B TedyeHue 24—-48 4 1 conpoBOXaalowmecs 3y4oM, UHoraa
@HIMOOTEKOM, MOTYT MHTEPNPETUPOBATHCA KaK KpanuBHULA
[60, 63, 66].

MurmeHTHas  KpanuBHuUa (TaKXe U3BecTHasd
KaK naTHUCTO-nanyne3Has ¢GopmMa KOXHOro MacTouuTo-
3a) — Hauboniee pacnpocTpaHeHHas dopma KOXKHOro
MacTouuTo3a. [IMrMeHTHas KpanuBHULLA XapaKTepusyeTcs
KPacHO-KOPUYHEBBLIMKU NATHAMKW WM nanynamu, nNpu MnoTu-
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KJIMHUYECKUE PEKOMEHAALUUU

paHUK KOoTopbix GopmMUpyeTCa BONAbIPb (MONOXKMUTENbHbIN
CUMNTOM YHHbI — [lapbe). B TMNUYHBIX cUTyaumsax guarHos
He Bbl3blBaeT 3aTPYAHEHWI Y OMbITHbIX CNELMannCcToB, TEM
He MeHee B psje KIMHUYECKUX CnyYaeB BO3HUKAET He0b-
XoauMocTb B anddepeHumanbHon guarHoctuke [60, 67,
68]. Y HEeKOTOpbIX NALUEHTOB TaKXe HabnogaeTcs ypTu-
KapHbI gepMorpadumam Ha BHELWHE HEM3MEHEHHOM KOXe.

B OCHOBHOM MWIrMEHTHOW KpanuBHUUEN GONEKT AETU.
MaHudecTaumns ao roga Habniogaetca B 80% cnyyvaes
[67]. NMporHo3 3a6oneBaHusa GnaronpuaTHbIM. Kak npaBu-
N0, CMMMNTOMbI paspellaloTcs B NOAPOCTKOBOM BO3pacTe
[68]. CucTeMHble CMMNTOMbI CBA3aHbl C BbICBOGOXKAEHMEM
MEeANaTopPOB TYYHbIX KNETOK M NPU MMTMEHTHOM KpanuBHULEe
NPUCYTCTBYIOT He Bcerga. CUCTEMHbIE NPOSBNEHUS 06blY-
HO XapaKTepu3ylTcs 3yaoM, YPTUMKapHbIMU 3deMeHTamu
(OTEKOM M MOKPACHEHWEM KOMHbIX BbICbINAHUA MUIMEHT-
HOW KpanuBHULbI), 3NM304aMK BHE3aAMNHOr0 NOKPaCHEeHUs
nMUa M BEPXHEN YacTu TynoBuLWa, TaxMKapauven, pBoToM,
06MOpOKaMu U LWOKOM. ogo6Hble CUMNTOMbI MOTYT MPO-
BOLMPOBATLCA MPUMEHEHUEM KOHTPACTHbIX CPeACTB, OMu-
0MAO0B, 00LLEN aHeCTe3NeN U YKycamMKn NepenoH4YaToOKPbIIbIX
HaceKoMblIx [67].

Goppennos (6os1e3Hb Jlarima). PaHHSA NOKann3oBaHHas
dopma KneuieBoro 6oppennosa (6onesHb Jlanma) cnocobHa
MaHUdeCcTUpoBaTb XPOHUYECKON MUTPUPYIOLLEN IPUTEMON,
KOTOpPYIO HEOB6X0ANMO AnddepeHuMpoBaTh OT KpanuBHULbI.
[pu gnarHoctuke 6one3Hu Jlanma aHamHeCTUYEeCKUe AaH-
Hble MOTYT YKa3blBaTb Ha GaKT npebbiBaHus B 3NMAEMMNONO-
rMyeckun onacHbix 3oHax [60, 69].

lMonnmopHble BbICbiNaHMs 6epeMeHHbIX (M3BECTHble
TaKXe KaK 3ygsalme ypTuKapHbole nanyibl U 61a8WKK 6epe-
MEHHbIX) XapaKTepU3yloTCS BO3HUMKHOBEHMEM Ha KOXe
MHTEHCUMBHO 3YyASWMX OTEYHbIX 3JPUTEMATO3HbIX Manyn
n 6nsweK. BbicbinaHWs Yalle BO3HWKAIOT Yy NepPBOPOAALLMX
B Il ToumecTpe 6epeMeHHOCTH U paspellatoTcs Ha 7-10-e
CyT Mmocfie poAoB. BbicbinaHWs NOKanM3yloTcs npeumylle-
CTBEHHO B 06nacTi uBOTa, 6efep M Aroguuy, 4acto —
B o6nacTtu cTpuin [60, 70].

®duKenpoBaHHbIe 1EKaPCTBEHHbIE BbIChINaHMs XapaKTe-
pPU3ylOTCS BOBHUKHOBEHMEM C OLHOM M TOW »Ke NoKanusa-
UMen npu NOBTOPHOM MPUMEHEHUM MPUYUHHO-3HAYUMOTO
NneKapcTBeHHoOro cpeactea. lMpuinHamn GUKCUPOBAHHBIX
BbICbiMaHW MoryT 6biTb HIBI, cynbdaHunamuabl U Apy-
rve npenapatbl. KOXKHble aneMeHTbl Npu GUKCUMPOBAaHHbIX
NEeKapCTBEHHbIX BbICbINAHMAX Ha pas3HbiXx 3Tanax MoryT
HanoMMWHaTb YpTWKapHble. BbicbinaHns conpoBoAatoTcs
3y40M U XIKEHWEM M CNOCOGHbI NEPCUCTUPOBATL A0 3 Hes.
Mpn anddepeHUManbHOW AnarHoCTUKE Beayllee 3HavYeHne
oTBOAMTCS cbopy GpapmMaKonorMyecKoro aHamHesa M Tua-
TenbHOMY GpU3UKanbHOMy o6¢cneaoBaHuto [60, 71].

AyTOMMMYHHbIH NPOrecTepPOHOBbIN JEPMATHT BCTPeYaeT-
Csl PeKO M xapaKTepuadyetcs NoaMMopdHbIMK BblCbiNaHms-
MU, KOTOpPble BO306GHOBAAIOTCS LIMKIMYECKN KaXKabli MecsiL,
B NOTENHOBYIO paldy MEHCTPyasllbHOrO LiMKNa U CNOHTaHHO
paspelualoTcs BO BpeMs MeHCcTpyauuu. HepeaKko Bbicbina-
HMS NpeacTaBneHbl ypTUKAPHbIMKU aneMeHTamun. 06ocTpeHune
3a60/1eBaHNs MOXET HabnogatbCcs NpU MCNONb30BaHWUK
OpasibHbIX KOHTPALLENTUBOB, COAEPKALLMX NPOrecTepoH [60,
72].

PeTUKYNSpHbIA 3pUTEMATO3HbIN MYLUMHO3 — peakoe
3a6o0/ieBaHne, BO3HMKalOLLEE Y KEHLLMH cpeHero Bo3pacTta
n oTAnYaloLweecs BO3SHUKHOBEHUEM 3PUTEMATO3HbIX NATEH,
y3eNKOB M 6nsleK, pacnonaralwmnxcs B BUAE ceTyHaTblX
duryp. Y HEKOTOpbIX NaLMEHTOB OTMeYaloTCs YPTUKapOomo-
[o6Hble NaTHa U nanynbl, Tpebdylwme auddepeHumanbHON
AWMarHOCTUKM C KpanuBHUUEeN. Mpu rucTonorMyeckom ncehne-
[OBaHUK 6UonTaTa KOXM HabNLaloTCH NepuBacKynspHble

n nepudonnmkynsapHole numdbounTapHble WMHbUNLTPATHI
N OTNOXKEHUS MYLMHA MEXAY KonnareHoBbIMWU BOJIOKHaAMM
B COCOYKOBOM Y4aCTW AepMbl U BEPXHUX CNOAX ceTyaToM
yacTu gepmel [60, 73].

CuctemHasi KpacHasi Bos4yaHka (CKB). YpTuUKapHble
M ypTUKaponogoObHble BbICbiIMaHWs 4acTo BCTpedaloTes
npu CKB 1 cynTaloTcs ee KOXHbIMU NPOSIBIEHUAMM, OCO-
6eHHO B aKTMBHYlO ¢a3y 3aboneBaHuns. XCK MoxeT ObiTb
OAHUM M3 nepBbix cumnToMoB CKB 1 Ha fecaTb neT npea-
wecTeBoBaTtb ee MaHudecTaumn. Mo MHEHMI0O HEKOTOpPbIX
aBTopoB, XCK cnoco6Ha yKa3biBaTb Ha TAXKenoe TeyeHue
n HebnaronpuaTHbIM nNporHo3 CKB. CoyeTaHue KOXHOro
npouecca ¢ apTpanrusMmu, obWwMM HeaoOMOraHueM W yme-
pPEeHHOM NenKoneHnen MMeeT 3HavyeHne B anarHocTnke CKB
y 3TWX NauneHToB. [antenbHas HenpepbiBHas MW BOJIHO-
o6pa3Has nuMxopagKa B COYETaHUW C CyCTaBHbIM CUHAPO-
MOM M KOXHbIM MPOLLECCOM A0JIXKHA Bbl3blBaTb NOLO3PEHMS
B oTHoweHun CKB [60, 73, 74].

AyToBOCnanuTebHble 3a601eBaHNUs

KpunonupuH-accoummpoBaHHbie crHapombl (CAPS) npea-
CTaBASAOT CO60M rpynny peaKnx BPOXKAEHHbIX ayTOBOCMNaNN-
Te/bHbIX 3a60/ieBaHNM, KOTOpas BK/OYaeT B cebs:
® CEMEWHbIN X0N040BOW ayTOBOCNAIUTENbHbIN CUHAPOM /

cemMelHyto xonoaoByt KpanueHuuy (familial cold auto-

inflammatory syndrome / familial cold urticaria; FCAS/

FCU);

e cuHapom Makna — Yannca (Muckle — Wells syndrome;

MWS);
® XPOHMYECKMN MNafeHYEeCKUN HEePBHO-KOXKHO-apTUKY-

NFPHBIA CUHAPOM / MAaAeHYeCKoe MyNbTUCUCTEMHOE

BocnanutenbHoe 3aboneBaHue (chronic infantile onset

neurologic cutaneous articular / neonatal onset multi-

system inflammatory disease; CINCA/NOMID).

MepeyncneHHble CUHAPOMbI XapaKTEPMUIYIOTCS PaHHUM
HayanoMm, KaK npaBufio, Ha NEPBOM FOAY W3HW, peuunan-
BUPYIOWEN MW NEPCUCTUPYIOWEN NMXOPagKow, ypTUKap-
HOW CbIMblO, LWMPOKUM CMEKTPOM MOPaXKEHUS CYyCTaBOB —
OT apTpanru 4o peunavBupyioLero 1 nepcucTUpytoLlero
apTpuTa npu TSXKENbIX BapuaHTax, a Takxe (ang MWS
n CINCA/NOMID) nopaeHnem LeHTpanbHON U nepudepu-
4YeCKOM HepPBHOM cucTeMbl. OCHOBHbLIM OC/IOXHEHWEM SBAS-
eTCcq aMMnouaos, pasBMBalOWMIICA BCAEACTBME XPOHMUYe-
CKOro BOCManeHusi, KOTOpblM HEPELKO SABNSETCH MPUYUHOWM
rméenun naumeHToB.

[ns Bcex Tpex CMHAPOMOB XapaKTepHbl COXPaHSAOLWM-
€CS1 KOXKHbl€ BbICbINaHUS Ha NPOTSKEHUN BCEW XU3HU [60,
75-7T7].

CuHgpom LLHMynep xapaKTepu3yeTcs peunanBupyto-
WMMU KOXHbIMWU YPTUKAPHbLIMKU BbICbINAHUAMKU B co4veTa-
HWW C MOHOK/IOHAIbHOM raMmonaTuem, acCoLMMPOBaHHbIMM
C KJIMHUYECKUMM U BUONTIOTMYECKMMM NPU3HaAKaMu Bocnane-
HUSA U PUCKOM pa3BuTUa AA-amuiongosa u numoonponude-
paTuUBHbIX 3ab6oneBaHnit. KoxHble ypTUKapHble BbiCbiNaHms
06bI4HO ABASIOTCSA NEPBLIM U OCHOBHbIM CUMMTOMOM 6051€3-
HW, NOKaNW3ylTCSA Ha TYNOBULLE, KOHEYHOCTAX, NafoHAX
1 nogowsax, B 061aCTH rofoBbl U LEKW, COXPAHAIOTCS B Teye-
Hue 12-24 4, MOryT ncyesaTb MM COXPAaHATbCS MOCTOSH-
HO. K NposiBNEHMSAM CUCTEMHOIO BOCMANEHUs NpU AaHHOM
3a60neBaHUM OTHOCATCS TaKXKe peuuanMBupylowas anMxo-
pagka, 6011 B KOCTSX, MblWLLaxX, apTpanrum/apTpuT, iumda-
JeHonaTtus, renato- UK cnaeHomeranuns, NoBblWeHWE YyPOB-
Hs ocTpodazoBbix MapkepoB (CO3, CPB, SAA) [60, 78, 79].

OcTpbitt pebpuibHbIN HERTPOQUIbHbIN AEPMATO3 (CUH-
Apom CBUTa) xapaKTepU3yeTcs NUXOPaAKON, HENTPODUIb-
HbIM NIEMKOLMTO30M W KOMHbIMW BbICbINAHUAMW B BUAE
60NE3HEHHbIX OTEYHbIX Y3/10B WAM nanyn KpacHo-buo-
netoBoro ugeta. lpu cAnsHUMKM anemeHToB 06pasyloTcs



ONSAWKM HenpaBuibHOW GOPMbl C YETKUMU TpaHuLaMK.
MpKn paspeleHnn Koxa B LIEeHTpe anemMeHToB npuobpeTtaeT
HOPMasbHbIM BWUA, U BbICbINAHWA MPUHUMAIOT KOMbLEBWUA-
HYIO UK gyroobpasHyto ¢opmy. NosSBAEHUIO BbICbiMaHUM
npealwecTByoT nuxopaaka ao 39-40 °C, HemomoraHwue.
OuWHaMnKa BbICbINAHUM XapaKTepua3yeTcs YXyALEHUEM
B T€YEHWEe HECKONbKMX HeAeNb C MOCTEMEHHbIM paspelle-
HUEM 3aneMeHToB. B nepudepundeckon Kposu HabogaloTcs
neikounTos 6onee 10 000/MM3, yBennyeHne Konuyectsa
HenTpodwunos, nosbilieHne CO3 n CPE [60, 80].

CUHAPOM MOHOKJ/IOHA/IbHOM aKTMBaLUMKU TY4YHbIX KIETOK
XxapaKTepuayetcs cMMnToMamu, 06YClOBMEHHLIMU BbICBO-
60XKAEHNEM MEAMATOPOB TYYHbIX KNETOK: YypTUKapHas Cbifb,
peunanBupylowme aHapunakTM4ecKne anu3ofbl C rMno-
TeH3nen n 06MOopoKaMu, BO3HUKaloLWME 6e3 BUAUMbBIX Npu-
YWH (MaMonaTuyeckas aHabmnaKkcus) UM Nocne yxaneHus
nepenoHYaToOKPbIIbIMKU HAaceKoMbIMKU. [AnarHo3 NoATBEPK-
[aeTcs C MOMOLbIO CEPUMHOIO onpeaeneHns ypoBHS Tpun-
Tasbl KpOBM, GMOMCHM KOCTHOrO MO3ra C NPOBEAEHWEM
UMMYHOTMCTOXMMUYECKOTO U MONEKYNSPHO-FEHETUYECKOro
nccnegoBaHuin. Y TakMxX NauMeHTOB He BbINOAHATCA Ana-
FHOCTUYECKME KPUTEPUM AN CUCTEMHOIO MacTounTosa [60].

KapumHounaHbii cuHapom Habntogaetca npumepHo y 10%
nauneHToB ¢ KapLUMHOMAHBIMK OMYXONSIMK C NIOKann3aumen
B XEeNyLO4YHO-KUWEYHOM TpaKTe, pexxe — B JIErKMX U pea-
KO — B PEenpoayKTMBHOM cucTteMe. KapuMHOMAHBIA CHH-
[POM coyeTaeTcs ¢ CMMNTOMaMu BHE3anHOro NoKpacHeHus
(0COBEHHO NNL@ U BEPXHEW MOJIOBUHBI TY0BULLA), TAXKENOM
rMNOTEH3UEN, TaxnKapanen, 6poHxocnasmom, abLoMUHaNb-
HbIMW 60n1MKM U auapeen [81]. KapuMHOWMAHbLIA CUHAPOM
AnarHocTupyeTtcs nNpu nUccnegoBaHUM CYTOYHOM IKCKpeuun
5-rMAPOKCUUHAONYKCYCHOM KUCNOTbl B MOYe — [flaBHOro
MeTabonnTa CepoTOHMHA. YPOBEHb 5-TMAPOKCUMHOONYK-
CYCHOM KWCNOTbl B MOYe Yy MaUMEHTOB C KapLMHOMAHbLIM
CYHAPOMOM MOBbIWEH — B OT/IM4ME OT HOPMASIbHOIO YPOBHS
y 60/bHbIX MacTouuTo30oMm [60, 81].

AnddepeHunanbHaa gMarHoCTUKa KpanuBHULbI y AeTen
OblBaeT 3aTpygHuTenbHa. bonb M KKeHue He ABAatTCH
TUMUYHBIMX CUMNTOMaMW, OAHAKO MOryT MPUCYTCTBOBATb
NpPU BblPaXKEHHON KAWMHWMYECKOW KapTUHE, Korga MMetoT
MECTO MHTEHCUBHbBIN OTEK MAMKMX TKaAHEW, nepuBacKynsap-
HbIM UHOUABTPAT B MecTax YPTUKapPHbIX 3N1eMEHTOB. B Takmx
CNny4yasnx BblCbiNaHWs, HANPOTUB, MOTYT HE OTIM4aTbCS Kpac-
HbIM WM PO30BbIM OTTEHKOM, @ MMeTb Gonee 6GneAHbIN
LBET 3a CYET chaBNeHus cocyaoB AepMbl. B page cnyvaes
NpW OCTPOM KpanuBHULE UMEET MECTO OTEK MATKMUX TKaHEN
BOKPYI CyCTaBOB, NosiBIEHNE KOTOPOro 06yCN0BAEHO HaNu-
YMeM BOKpPYr cycTaBa BblpaxEHHbIX YPTUKAPHbIX CAMBHbIX
31eMeHTOB. NpKn 3TOM MOXKET oTMeyaTbesl 601€3HEHHOCTb
MSAFKUX TKaHen npu nanbnaumm 6e3 orpaHuMyeHns obbema
NnaccuBHbIX ABMXEHUI. BmecTe ¢ TeM pefKo, HO BCTpeyatoT-
€Sl OCTpOBOCNaNUTENbHbIE M3MEHEHUSI CYCTaBOB MpU Kpa-
nueHuue. OgHaKo 3TOT CMMNTOM B 0693aTefibHOM mopsake
TpebyeT UCKIIIDYEHNS CUCTEMHOMO 3a60eBaHus.

CnepyeT NOMHUTb, 4YTO, MOMUMO BhbllleNepeyncIeHHbIX
3aboneBaHni, y geten Ha GoHe OCTPON MHDEKLMU MOryT
BO3HMKATb XapaKTepHas ANs KOHKpPEeTHOro 3aboneBaHus
9K3aHTEMa, a TaKKe oCTpas KpanuBHULA, TPUITEPOM KOTO-
poM cnocobHbl BbICTyNaTb JeKapcTBa, romeonaTtMyeckue
npenapatbl AW CpeacTBa HapOAHOW MeAWLMHbI Ha pacTu-
TeNbHOW ocHoBe. [InddepeHumanbHasg gMarHocTuKa y geten
NPOBOAMTCA C 3K3AHTEMOW, BbI3BAaHHOW 3HTEPOBMUPYC-
Hon (ECHO-BuMpycbl U BUpYCbl KOKcaKkW) U NapBOBUPYCHOM
nHbekumamun. ECHO-aKk3aHTeMa xapaKTepuadyetcs apuTe-
MaTO3HOM MNATHUCTOW WAWM MNSATHUCTO-Manyne3HoM CbiMnblo,
ncyeszalolwen npu HajaBanMBaHWK, HE COMNPOBOXKAAIOLLENCS
3yaom. lNosiBnsieTcs, Kak npaBuio, nocne 3 cyT Auxopag-

KW, PacnpocCTpaHssCb C KOXW B 061aCTU LWEW U BOKPYr
ylemn nocTeneHHo no Bcemy teny. lNo-sngmMmMomy, otcyTcTamne
APKMUX KaTapasbHblX ABAEHUI U NOSBIEHWE CbIMW NPU KyNu-
pOBaHWM NMXOPaAKK 3acTaBNseT HEKOTOPbIX Bpayen gymaTb
06 annepruyeckomn 3TMONOrMKM cbinu. Npu NapBOBUPYCHOM
MHbEKUMM OTMeYaeTcs NATHUCTas, NATHWCTO-nanynesHas,
«KpY>EeBHas» apuTeMaTo3Has CbiMb, HE COMPOBOXAatoLa-
Aca 3yAOM, pacnpocTpaHsaioWasacs Ha MLO, KOHEYHOCTH
n Tynosuue. OTAMYUTENBHBIN NMPU3HAK — CUMMMTOM «Hallfe-
NaHHbIX LWeK». MHOrne nekapCcTBEHHble MNpenapaTbl Cro-
COGCTBYIOT Pa3BUTUIO TaK Ha3blBAeMOM SIeKapCTBEHHOM
3K3aHTEMbI, KOTOPYIO MHOrAa MPUHMMAIOT 3a KpanuBHULY.
B neanaTtpuyeckon npakTuke Hanbonee 4acto Bpay MMeeT
4eno ¢ «pe3ynbraTom» fleYeHUs HEKOTOPbIX 3abofieBaHuin,
Yalle — BUPYCHbIX MHDEKUKUIH, aHTnbaKTepnanbHbiMK npe-
napatamMu. TOYHbIN y4yeT BPeMEHU MOSBAEHUS BbiCbiNaHWUM
npu céope aHaMHe3a — OCHoBa AnddepeHunanbHon aua-
FHOCTUKM NEKapCTBEHHOM 3K3aHTEMbl: BbICbINaHUS MNOSAB-
NAK0TCA, Kak npaBunio, Ha 6—10-# JeHb OT HaYana Tepanuu,
a MHoraa v ropasao no3)e — Ha 3—4-1 Hep (B cnyvyae npu-
eMa Kapb6amaszenuHa) [82]. Hanbonee 4acto NeKapCTBEH-
HYI0 9K3aHTEMY Y AeTel MOXKHO Habno4aTb NPy UHPEKLMOH-
HOM MOHOHYKN€e03e, B Tepanuu KOTOPOro Heo60CHOBaHHO
MCNoMb3yTCA NPOTUBOMUKPOGHbLIE NpenapaTtbl CUCTEMHOIO
OeNCTBUS (B TOM 4ucle 6eTa-NakTaMHble aHTubaKTepualb-
Hble npenapaTtbl — NeHUUUNNHLI) [83—-85].

JNIEYEHME
Llenbio Tepanuu KpanuBHULbLI ABASETCH AOCTUKEHWE
MOJSIHOrO KOHTPOAS Ha/ cumnTomamu [2].
OCHOBHbIE MPUHLMMbI W LEN IEYEHUS KPanWUBHULLbI:
*  3NUMUHALMSA U yCTPaAHEHMUE NPUYUH BOSHUKHOBEHUS;
*  WHAOYKLMA TONEPAHTHOCTH;
* cuMMTOMaTUYecKas Tepanus, HanpasieHHas Ha CHUKe-
HWE BbICBOGOMAEHWUS MeAMaTOPOB TYYHbIMU KIETKaMu
1 peanusaumio ahGEKTOB 3TUX MEANaTOPOB.

AnMMMHaUMA U ycTPpaHeHUe NPUYKUH

BO3HUKHOBEHMUS

JleKkapcTBeHHbIe npenaparbl

Bcem nauuneHTam c KpanuBHULER PEKOMeEHYeTCs OTMe-
HUTb W/WNM 3aMeHUTb MNoJO3pPeBaeMble JIeKapCTBEHHbIE
npenapatbl Ha MeAUKaMeHTbl APYTrMX rPyMnn € Leblo UCKII-
YyeHUss BO3OENCTBUA TPUITEPHOro (MPUYMHHOrO) daKTopa
3a6oneBaHua [2]. YpoBeHb y6eauTeIbHOCTU peKoMeHaa-
uun — C (ypoBeHb AOCTOBEPHOCTHU JOKa3aTeNibcTB — 5).
JlekapcTBeHHble cpeacTBa MOryT ObiTb MPUYUHOWM U/MUNK
NPOBOLMPYIOLWMM GaKTOPOM (Hanpumep, MHrMbutopsl AN,
HMBIM) [86].

Tepanus MHPEKLMOHHBIX U BOCNA/INTE/IbHbIX

npoyeccos

B cnyyae Hannyuns MHOEKLMOHHbIX U BOCNANUTENbHbIX
npoLeccoB BCEM NauWMeHTam C KpanuBHWLEW PEKOMEH-
4yeTcs NpoBejeHWe COOTBETCTBYIOWEN Tepanuu C LeNbio
BO3JENCTBUSA Ha 3TU MPOLECChbl U OLEHKWU WX BAUAHMUSA
Ha Te4yeHue KpanuBHULbl [86-88]. YpoBeHb y6eauTesb-
HOCTU peKomeHaauun — C (ypoBeHb JOCTOBEPHOCTHU
AoKasaTenbcTB — 5). BbiiBNeHHble BocnanuTenbHble Npo-
Leccbl y 60/IbHOM0 XPOHUYECKOM KpanuBHULEN TpebyloT
NleYyeHuns No NoKasaHuaM, Kak 1y 1to60oro Apyroro nauneHTa.
Bonpoc 06 apagukauuMnm MHOEKLMOHHbIX areHToB, Hamnpw-
Mep H. pylori, y nauMeHTOB C XPOHMYECKOW KpanuBHULEN
OCTaeTcs OTKPbITbIM. [JO CHX MOp He NoATBEPXKAEHA YeTKas
CBSI3b BbIIBNSEMbIX MHOEKLMOHHbBIX areHTOB C pa3BUTUEM
W NoadepaHuem KpanusHuLbl. BbigsBneHHas napasutap-
Has WMHBaA3us y MNauMeHTa C XPOHWYECKOW KpanuBHULIEN
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

TpebyeT NeyeHuns. B Kaxgom ciyyae peleHne npuHumaeTcs
MHAUBMAYaANbHO.

BceM naumeHTaM € KpanuBHULEN PEKOMEHAYETCS NPO-
BefleHne Tepanuu BbIBNIEHHOW MNapasuTapHoW WHBa3WW
C UENblo NeYeHUss U OLEHKU BAWSHWS MHBA3WWM Ha Teye-
HWMe KpanuBHuubl [32, 89]. YpoBeHb y6eaUTENIbHOCTHU
peKkomeHaauuin — C (ypoBeHb JOCTOBEPHOCTU AOKa3a-
TenbcTB — 3). B KaKgom ciyyae pelleHue npuHumaeTcs
MHAMBMAYaANbHO.

Anera

CneunanbHOM yHWBepPcaNbHON AMETbl ANS NauWMeHToB
C KpanuBHuLEeN HeT. ba3zoBoe nuTaHue nogbupaeTcs UHOK-
BMAYaNbHO C Y4€TOM NEPEHOCUMOCTHU NPOAYKTOB. BONbHbIM
XPOHUYECKOW KpanuBHULEN peKoMeHayeTCs BefleHne AHEeB-
HWKa ¢ o6sA3aTeflbHOM exegHEBHOW perncrtpauven cum-
NTOMOB KpanuBHWLbI (MHAEKC 3yAa, BbiCbiMaHWi, HanuMdine
W NIOKanM3aLmsa aHrMooTEKOB).

B cnyvyae gokaszaHHOM NULLEBOM anfeprun BCeM naum-
eHTaM C KpanuBHULEN peKomMeHayeTca usberaTb Yyno-
TpebneHnsa B MULly 3TMONOIMYECKM 3HAYMMbIX MNPOAYK-
TOB C Nle4yeBGHON W npodunakTMyeckon uenbto [90-93].
YpoBeHb y6eauTe/IbHOCTU peKomMeHaauun — B (ypo-
BeHb JOCTOBEPHOCTU pAoKa3atenbcTtB — 3). [luarHo3
NULLLEBOW anieprum He MOXXeT OCHOBbIBATbCSA Ha aHamHe3e,
He COOTBETCTBYIOLIEM MULLEBOW TMMNEPYYBCTBUTELHOCTH.
HrvKaKon AMarHOCTUYECKUIM TECT (KOXHbIW, cneumdpuryecKkue
ISE B CbIBOPOTKE M Ap.) HE UMEET 3HAYEHUS U HE [JOSIKEH
MHTEPNPETUPOBATLCS BHE CBA3KU C aHaMHe30M. YCTpaHeHne
M3 MULIEBOrO paLMOHa BbISIBJEHHbIX anjlepreHoB NpuBoO-
[WT K ynydleHuto yepes 24-48 y. NaumeHTaM ¢ exeaHeBs-
HOW WNIM NOYTK eXXeaHEBHON KpanuBHULEN peKoMeHayeTcs
cobnogeHne runoansiepreHHon ametol. bonee KOppeKTHbIN
TEPMWUH AN AMETbI C OrPaHUMYEHUEM MULLEBLIX NMPOAYKTOB,
KOTOpble He ABNSAOTCA anjiepreHamu, — HU3KOrMCTaMUHO-
Bas AueTa, unv aneta 6e3 nceBaoaniepreHos.

lMoHATHE «rMnoannepreHHas Aaueta» o06beauHSAEeT
KaK 30HTWMYHbIA TEPMUH MO KpanHen mepe 3 rpynnbl Npo-
[OYKTOB C 0CO6bIMM CBOMCTBaMMU:

1) NPOAYKTbI C BbICOKMM COAEPKAHMEM F'MCTaMUHa;

2) NpoAyKTbl, BbICBOGOXAAlOLIME TMCTAMUH B OpraHm3-
Me —nubepaTopbl TMCTaMUHA;

3) HeKoTopble apyrue [94].

B cnyyae nceBpoanneprnyeckon peakuuu BCleacTBUE
rMNepyYyBCTBUTENBHOCTU K TMCTAMUHY U APYTMM GUOTreHHbIM
aMUHaM B NULLEBLIX NPOAYKTaxX yayylleHne Ha poHe HU3KO-
rMCTaMUHOBOW AMeTbl HacTynaeT yepe3 3 Hea. NpumMepHo
NnonoBUHa 60JIbHbIX XPOHWYECKOW KpanuBHULIEN, CO6IIO-
[aBLINX WETY C HU3KUM COAEpPKaHMEM rMcTaMuHonnbepa-
TOpOB, Yepe3 6 mec BO3BpallaeTcs K 06blYHOMY NMUTAHMIO.
[MpX HACTYNNEeHUU PEMUCCUN MU KIIMHUYECKOM YNy4lleHUN
TEYEHUST XPOHMYECKOW KpamnuBHWLbI BO3MOMXHO paclunpe-
HWe AWEeTbl 1 BBeJeHWe HOBOro NpoAyKTa Kaxkable 3 AHS.

AN NpUHATUA peleHns 06 aNMMUHALUKUKU TOro MU UHO-
ro NpPoAyKTa Heo6XoAMMbl KOPPEKTHbIM AWArHo3, a TaKXe
OLIEHKa «pUCK — NoJib3a». [AMeTbl C BblparKEHHbIMW OrpaHu-
YEHUSIMU MOTYT BECTU K HEJOCTAaTOYHOCTU NUTaHms [95].

OnutenbHble oOrpaHuyuTenbHble aneTbl npu  XCK
He PEKOMEeHAOBaHbl M3-3@ HU3KOro YPOBHS AOKa3aTeNbCTB
nx apdekTuBHOCTH [91].

dusndeckue pakTopbi

Bcem nauueHTaM C KpanuwBHWLEN peKoMeHayeTcs
nsberatb YCNOBWW, MPKU KOTOPbIX BO3HWMKAET neperpe-
BaHWe: C/MLWKOM Tennas ofexaa, YpeamepHas obusnye-
CKasi Harpyska, ynorpe6neHue ropsadynx 6104 U HanuTKoB
W T.N. NaUMeHTam ¢ TENIOBOM KpanuBHULIEH U KpanUBHULEN,

MHAYLMPOBaHHOM GU3NYECKON Harpy3kon [2, 96]. YpoBeHb
y6eauTeNbHOCTU peKoMmeHaauum — C (ypoBeHb AOCTO-
BEPHOCTHU AOKa3aTenbCTB — 5).

Bcem naumeHTam C KpanuBHULEN B Cly4ae 3amepsieH-
HOW KpanuBHULbI OT JaBNeHuUs 1 gepMmorpadpuyeckon Kpa-
NMUBHMLbI PEKOMEHAYETCS OTKa3aTbCsl OT TECHOM OfeXAbl,
OT MepeHoca TAXKeNbIX rPy30B, PacWWPUTb NSMKK PlOK3a-
Ka, 4TOGbl YMEHbWWTb AAB/IEHWE Ha MOBEPXHOCTb KOXMW,
nzberatb ANMTENbHbIX MELWMX MOXOAOB B Clly4yae OTEKOB
CTOM C LIeNbl0 UCK/IIOYEHUS TpUITepa M YMEHbLUEHUS NPO-
ABNEHUN KpanuBHuLbl [2, 24]. YpoBeHb y6eauTeIbHOCTHU
pekomeHaauun — C (ypoBeHb JOCTOBEPHOCTU fOKa3a-
TenbcTB — 5).

Bcem nauyveHTam C KpanuBHULEN peKOMeHAyeTcH
nzberatb YC/0BUIA, NMPU KOTOPbIX BO3HUKAET OXNaxKAEHWe:
C/IMILKOM flerkasi ogex/ia, ynotpebneHme Xono4HbIX HanuT-
KOB, MWLM, AMTEeNbHOE NpebbiBaHWMe Ha XoNnoje npu Kpa-
NMUBHULE, MHAYUMPOBAHHOW XONOAOBbIM BO3[AENCTBUEM,
C LEeNblo WUCKIIOYEHUS TpUrrepa M YMEHbLIEHUS MNposiB-
NIeHU KpanusHuubl [2, 24]. YpoBeHb Y6eAUTEeNIbHOCTHU
pekomeHaauun — C (ypoBeHb JOCTOBEPHOCTU fOKa3a-
TenbcTB — 5).

Bcem nauveHTam npu COSIHEYHOW KpanMBHULE PEKO-
MeHayeTca usberatb NPAMOro BO34EeNCTBUSA COMHLA, HoLle-
HUS OTKPbITOM OAEXAbl, OTKA3aTbCs OT OTAbIXa B pernoHax
C BbICOKOM MHCOMSLUMEN, UCMONb30BaTb MeCTHble $OTOo-
3alWunTHble cpeactBa ¢ SPF 50+, HOCUTb 3aKpPbITYIO OfEX-
Ly W LWKMPOKOoMNoble WAAMNbl AN WCKIOYEHUS AEeNCTBUSA
TpUrrepa U yMeHblUEeHUs NPOSIBIEHUIA KpanuBHULbl [2, 24].
YpoBeHb y6eauTenbHOCTU peKomeHaauun — C (ypo-
BeHb JOCTOBEPHOCTU JlOKa3aTeNnbCTB — 5).

UHAYKLMA TOIepaHTHOCTH

PyTMHHOE MpUMMEHEHWE METOAOB WMHAYKLWMW TONepaHT-
HOCTM NaLMeHTaM C KpanuBHULEN HE peKOMeHAYeTCs Bcnea-
CTBME HU3KOW MNPUBEPKEHHOCTU MeTody, Heob6XoAMMOCTHU
NMOCTOSIHHOrO BO3AENCTBUS TpUITEpa AN COXPaHEeHUs CTOW-
Koro apdeKTa, OTCYTCTBUSA NOKa3aHMM AN BCEX BUAOB Kpa-
MUBHMULbI, KOPOME X0N0A40BOM, COMHEYHON U XONTMHEPIUYECKON
[2,97,98]. YpoBeHb y6eauTenbHOCTU peKoMmeHaauun — C
(ypoBeHb JOCTOBEPHOCTHU JOKa3aTeNnbCTB — 5).

CumnTomMaTuM4YecKas Tepanus

Tepanus KpanuBHWLLbI HANPaB/ieHa Ha CHUMKEHUE BbICBO-
6OXKAEHNA MeAMaTOPOB TYYHbIMW KJIETKAMK U peannsaumio
3pPEKTOB 3TUX MEANATOPOB.

Tepanusa ocTpoh KpanUMBHULLbI U AHTMOOTEKA

AHTUrMCTaMHHHbIE CPeJCTBa CUCTEMHOIro

AencTBUS (HecegaTUBHbIe, BTOPOIro MOKOJIEHUS)

B CTaHAapTHOM Jo3e

MaumeHTam ¢ OCTPOM KpanuBHULIEN U/ @HTMOOTEKOM
PEKOMEHAYETCSA UCNONb30BaTb aHTUIMCTAMUHHbIE CPeCTBaA
CUCTEMHOIO [OEWCTBUSA (HeceaaTUBHble, BTOPOro MoKose-
HUSA) C LeNbio MOJIHOrO yCcTpaHeHus cumntomoB [99-101].
YpoBeHb y6eAUTeNbHOCTU peKomMeHpauun — A (ypo-
BeHb JOCTOBEPHOCTU JlOKa3aTeNbCTB — 1).

AHTUTMCTAaMUHHbIE CPeACTBa CWUCTEMHOrO AEeWCTBUSA
(HecemaTMBHble, BTOPOr0 MOKOJIEHUS), MPUMEHSEMbIE
C LeNblo NOMHOrO MM YacTUYHOrO YCTPaHEHUs BONAbIPEW
M KOXHOTO 3yaa, AO/MKHblI 06n1ajaTb CneayoWwnummn npemnmy-
WECTBEHHbIMU XapaKTEPUCTUKAMU: CENEKTUBHOE BO3AEW-
cTBMe Ha Hl-peuentopbl, ObICTPOE HACTyMAeHWe KauHuye-
CKoro addekTa, apPeKTMBHOCTb B TeyeHne 24 4 u 6onee,
OTCYTCTBME Taxudunakcum (NPUBbIKaHUS), BICOKMIM YPOBEHDb
6e30MacHOCTH, OTCYTCTBME cefaTuBHOro addekTa, OTCyT-
CTBUE K/IMHMYECKM 3Ha4YMMbIX B3aMMOAEWCTBUIN C MULLEN,



NleKapCcTBEHHbIMUW NpenapaTamu, OTCYTCTBUE KapAUOTOKCHY-
HOCTW. OHM He JOMKHbI ABNATLCA cybcTpataMu TpaHCnopT-
HbIXx 6€NKOB 1 B3aMMOeNCcTBOBaTb C CUCTEMOM LLUTOXPOMOB
PA4503A (CYP3A), [1-5, 7, 62-79]. OTaenbHble aHTUIUCTa-
MWHHbIE CPefCcTBa CUCTEMHOrO LEeNCTBMS (HecepaTuBHbIe,
BTOPOro MOKOMIEHUSs) pasnuyatoTcs no dapmMakoanHaMuke
N GapMaKOKMHETUKeE, CNOCOBHOCTU NPOHMKATb Yepes rema-
TO3HUedanmyecKnin 6apbep U Bbi3blBaTb cejauuio (6onee
BblpaXKEHO Yy LLeTUPMU3UHA, B 3aBMCMMOCTHK OT A03bl) U, BO3-
MOXHO, N0 CNOCOGHOCTH NOAABAATb AENCTBME NPOBOCNANu-
TeNbHbIX MeAMaTopoB, y4acTBYIOWMX B Pa3BUTUKN anfiepru-
yeckon peakuuu [102, 103].

TonbKo No ocobblM MOKa3aHuAM (reHepann3oBaHHas
KpanuBHULa CO CTabUNbHBbIMM NOKa3aTeNsiMn remoanHamu-
KW) BOBMOXHO pacCcMOTPETb Ha3Ha4YeHWe aHTUIMCTaMMUHHbIX
CPEeACTB CUCTEMHOIO AENCTBUS (CeAaTUBHbIX, NEPBOro NOKO-
NIEHUs) NapeHTepanbHO B COOTBETCTBMU C MHCTPYKLMSMM
K npenapatam: KNemMacTuH (C Bo3pacTa 1 rog — BHyTpu-
MbILWEYHO, ¢ Bo3pacTa 18 feT — BHYTPUMbILLEYHO MK BHY-
TPUBEHHO), XJIoponupamuH (¢ Bo3pacta 1 mec — BHyTpu-
MbILWEYHO MK, B OCTPbIX TSXKENbIX CllyYasx, No4 KOHTponem
Bpaya — BHYTPUBEHHO).

[etam B BO3pacTe A0 6 Mec, y4yuTbiBas OTCyTCTBUE
3apPEernucTpupoBaHHbIX K MPUMEHEHUIO aHTUTMCTaMUHHbIX
CPeACTB CUCTEMHOIO AENCTBUSA (BTOPOro MOKONEHUS), KpaT-
KUM KypCOM MOXET OblTb Ha3HayeH AUMETUHAEH (PEeXUM
[03UpoBaHua: NaumeHTam ot 1 Mec go 12 net u3 pacyeta
2 Kannm Ha 1 Kr macchkl Tena pe6eHka unun 0,1 Mr/Kr pas-
4ennTb Ha 3 npuema).

B cnyyae pa3BuTMA aHrMooteka B 061acTM ropTaHu
npu Heob6Xo4MMOCTM PEKOMEHAOBAHO MPOBELEHUE 3KC-
TPEHHOM WHTYGauun unmM Tpaxeoctomun. B Tom cnydae,
Korga KpanuBHULA U/UNK aHIMOOTEK SBASOTCA CUMNTOMOM
aHabuMnakcmu, NoKasaHa COOTBETCTBYylOLWAS Tepanus (CM.
KNMHUYECKME peKoMeHJaumn «AHadUIaKTUHECKUM LLIOK»).
[MaymeHTam ¢ XPOHUYECKOM MHAYLIMPOBAHHON KpannuBHULEN,
nepeHecwnm aHadpunakcuio, Heo6xoaAMMO UMETb Npu cebe
NPOTMBOLLIOKOBbLIN Habop, 06s3aTe/lbHO BKJOYalOWMUIA p-p
anuHedpuHa 0,1% 1,0 mn B amnynax [104, 105].

[MaumeHTam ¢ OCTPON KpanuBHULIEN U/WUIN @HTMOOTEKOM
B CNy4yae OoTcyTCcTBMA adpdeKTa OT Tepanun aHTUIMCTaMmH-
HbIMW CPeACTBaMW CUCTEMHOIO AEWCTBUSA peKoMeHayeTcs
paccMoTpeTb NMPUMEHEHUE C LENbio KYyNnMPOBaHUS OCTPbIX
NPOSIBNEHUI Tepanuun rIOKOKOPTUKOMAAMU MUHUMasbHbIM
HeobxoauMbIM Kypcom [13, 19, 106-108]. YpoBeHb y6e-
AUTENIbHOCTU peKomeHaauun — C (ypoBeHb JocTOBEP-
HOCTU AoOKasaTenbcTB — 4). [1ng KynupoBaHWsA OCTPO-
ro 3nu3oga KOPOTKMM Kypcom (y B3pocnbix o 10 aHew,
y neten — 3-7 CyT) MOXeT UCMOoNb30BaTbCs NepopanbHo
npeaHn3onoH B go3e 20-50 mr/cyT y B3pOChbIX U B 103K-
poBKe 1-2 Mr/Kr/cyTy aeten. NocteneHHoON OTMEHbI [IOKO-
KOPTUKOMAOB MpPM KOPOTKOM Kypce Tepanuu He TpebyeTcs.
CornacHo MHCTPYKLMKU MOMKET MPUMEHATLCSA TaKXKe AeKca-
MeTas0H [2, 23, 83, 106, 107].

BO3MOXHO NpuvMeHeHWe meTunnpeaHu3onoHa B3pPOcC-
NIbIM C TSXKENbIM aHIMOOTEKOM, KOTOPbIM TpebyeTcs rocnu-
TanusaumMs no noBoJy aHrumooteka: 60-80 (125) wmr
BHYTPMBEHHO B Hayane Tepanuu, fanee — MNepexoanTb
Ha nepopanbHbIv Npuem Ha 5-7 gHen [104, 109].

Tepanusa XpoHUYECKOW KpannMBHULLbI

MepBasi iMHNA Tepanumu XPOHUYECKONH KpannBHULbI.

AHTUruCTaMHHHbIE CpejCcTBa CUCTEMHOIO

AencTBUs (HecegaTUBHbIe, BTOPOIro MOKOJIEHHUS)

B CTaHAapTHOM fo3e

MauneHTaM C XPOHMYECKON KpanuBHULEN PEKOMEHAY-
eTCsl MCNoNb30BaTb aHTUIMCTaMWUHHbIE CPEACTBA CUCTEM-

HOro pencTeua (HecedaTWBHble, BTOPOro MOKOJEHMS)
C LeNblo NOMIHOFO MAW YAacCTMYHOMO YCTpaHEeHWs BONAblpen
M KOXHOro 3yga [99-101]. YpoBeHb y6eauTesibHOCTH
peKomMeHaauun — A (ypoBeHb JOCTOBEPHOCTU AOKa3a-
TenbcTB — 1). AHTUIMCTAMUHHbIE CPeaCTBa CUCTEMHOMO
OEeNCTBUA (HecefaTUBHble, BTOPOro MOKONEHUS), npume-
HAeMble C LeNnblo MOJHOIM0 MM YaCTUYHOrO YCTPaHEeHUs
BONAbIPEV U KOXKHOTIO 3yAa, A0MIXKHbI 061ajaTh Cleayownmm
NPEUMYLLECTBEHHbIMU XapaKTePUCTMKaMU: CEeNIEKTUBHOE
Bo34encTBne Ha Hl-peuentopbl, 6bICTPOE HaACTyMNaeHUe
KNWHUYecKoro adpdeKTa, adPeKTUBHOCTb B TeyeHue 24 Y
n 6onee, OTCYTCTBME TaxMdUNaKCUK (MPUBbIKAHUS), BbICOKUI
ypoBeHb 6€30NacHOCTU, OTCYTCTBME CeAaTUBHOro addek-
Ta, OTCYTCTBME KJMHUYECKM 3HAYMMbIX B3aMMOAENCTBUN
C MWLLen, NeKapCTBEHHbIMM NpenapaTaMu, OTCYyTCTBME Kap-
OMOTOKCUYHOCTU. OHWM He AOMKHbI ABNSTbCSA cy6cTpata-
MU TPaHCMOPTHbIX 6E/KOB M B3aUMOAENCTBOBATbL C CUCTE-
Mo uutoxpomoB P4503A (CYP3A) [46, 54, 97, 110-112].
OTgenbHble aHTUIMCTaMUHHbIE CPEeACTBA CUCTEMHOMO Ae-
CTBUS (HecefaTMBHbIE, BTOPOro MOKOJEHMS) pasnnyatoTcs
no dapmakoanHammke M dapMaKOKMHETUKE, CNOCOBHOCTH
NPOHMKaTb Yepes reMaToaHuedanmyeckmuin 6apbep v Bbi3bl-
BaTb cefaumio (601ee BblpaXKeHo y LeTUpU3nHa, B 3aBUCH-
MOCTHU OT A03bl) U, BOBMOXHO, MO CMNOCOBGHOCTM NOAABAATb
AencTBue NpoBOCHaNUTENbHbIX MEAUATOPOB, y4acTBYOWMX
B pPa3BUTUM anneprudyecKon peaxuuu [102, 103].

BcemnaumeHTam cXpOHUMYECKOM KpanmuBHULIEN PEKOMEH-
4yeTcs NpMHUMaTb aHTUrMCTaMUHHbIE CPeACTBa CUCTEMHOIO
aencTBus (HecefaTvBHbIE, BTOPOrO NMOKOMEHUS) perynspHo,
a He no noTpebHOCTM C LeNblo MOSIHOMO MAM 4aCTUYHOrO
yCTPaHEeHUs BONAbIPEN M KOXHOro 3yaa [2, 99, 113-115].
YpoBeHb y6eAUTENbHOCTU peKomeHaauum — A (ypo-
BEHb [OCTOBEPHOCTU AOKa3aTenbcTB — 2). OcHoBHas
Luenb NPUMEHEeHUst aHTUIMCTaMUHHbBIX CPEACTB CUCTEMHOMO
AencTBus (HeceaaTUBHBIX, BTOPOro MOKOSIEHUS) — MNpenoT-
BpaweHne adHEeKTOB MeaMaToOpOB TYYHbIX K/IETOK B opra-
Hax-MulWeHaxX. [aHHasa rpynna NeKapCTBEHHbIX CPeAcTB
JencTByeT KaK obpaTHblM aroHucT Hl-peuenTtopoBs, cTa-
OUANBUPYIOLLMIA UX B HEAKTUBHOM COCTOSIHUK. TO 06DBSAC-
HAeT HeoBX0AMMOCTb ASIMTENBHOINO NOCTOSAHHOrO npuema
@HTUIMCTAaMUHHbBIX CPEACTB CUMCTEMHOMO LENCTBUS (Hece-
AaTUBHbIX, BTOPOro MOKONEHUS). Y NauMeHToB C UHAYLM-
pyeMbiMK dOpMaMun KpanuBHULLLI BO3MOXHO Ha3Haye-
HWE aHTUIMCTaMMUHHbIX CPEACTB CUCTEMHOro LEenCTBMSA
(HecefaTMBHbIX, BTOPOrO MOKONEHUS) B pEXMMeE npuema
B CBSI3M C npegnonaraeMbiM AeWcTBUMEM Tpurrepa (Bo3-
aencTene xonogoBoro daktopa, PpU3NMYECKOW Harpysku
n T.4.). B cnyyae anutenbHoro BO3AENCTBUS Tpurrepa
NPUEM aHTUIUCTaMUHHbBIX CPEACTB CUMCTEMHOIO AENCTBUSA
(HecepaTMBHblE, BTOPOro MOKONEHUS) MOXKET HE OTMYaTb-
csl OT TaKkoBOro npu XCK.

[esnopartaguH geTam B Bo3pacTe oT 6 4o 12 mec no 1 mr
1 p/cyT; netam B Bo3pacTte ¢ 1 roga 4o 5 net — no 1,25 mr
1 p/cyT; getam B Bo3pacTe oT 6 Ao 11 neT — no 2,5 mMr
1 p/cyT; B3pOCAbIM U NoAPOCTKaM oT 12 netr — no 5 mr
1 p/cyT.

JleBoueTnpmnanH petam B Bo3pacTe oT 2 Ao 6 ner
no 1,25 mr 2 p/cyT; B3pOC/AbIM M AeTAM cTaplle 6 ner —
no5wmrlp/cyr.

JlopaTtagvH getam B Bo3pacTe oT 2 o 12 neT npu macce
Tena 30 Kr u meHee — no 5 mr 1 p/cyT, Npu Macce Tena
6onee 30 Kr — 10 mr 1 p/cyT; B3pOCNbIM U NOAPOCTKAM
ctapwe 12 net — no 10 mr 1 p/cyT.

dekcodpeHaanH Npu XPOHUYECKOW KpanuBHULE B3POC-
NbIM M NOAPOCTKam cTaplue 12 net — 180 mr/cyT.

LeTnpnanH getam B Bo3pacTe oT 6 go 12 mec —
no 2,5 mr 1 p/cyT; netam B Bo3pacTte oT 1 roga o 2 net —
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no 2,5 mr 2 p/cyT; AeTam B Bo3pacte OT 2 Ao 6 netr —
no 2,5mr 2p/cyt unn 5 mMr 1 p/cyT; B3pOCAbIM U AETAM
cTtapwe 6 net — no 5-10 mr 1 p/cyT.

96acTiH B3pPOCAbIM M NofgpocTKam cTapwe 12 net —
no 10-20 mr 1 p/cyT (cywecTByeT cy6amMHreanbHas 6bICTPO-
ancneprupyemas dopma).

PynaTaguH B3pOCnbIM M MOAPOCTKAM cTapwe 12 net —
no 10 mr 1 p/cyT.

BunactuH B3pocabiM M NOAPOCTKaM cTapwe 12 net —
no 20 mr 1 p/cyT.

Bcem naumeHTaM C XpOHUYECKOM KpanuBHULIEN NPU OTCYT-
CTBMM 0COBbLIX NOKa3aHW He PeKOMEHAYETCH NMPUMEHEHUe
@HTUIMCTaMUHHbIX CPEACTB CUCTEMHOIO AENCTBUSA (CeaaTus-
HbIX, NPenapaToB NEPBOro NOKONEHMS) KaK B BUAe TabneTok,
TaK M MNapeHTepanbHO C LEeNbl0 MUHMMM3ALMK NOBGOYHbIX
3dbeKToB NeyerHns [116-118]. YpoBeHb y6eAUTeNbHOCTH
peKomeHpauuin — C (ypoBeHb [JOCTOBEPHOCTU AOKa-
3aTtenbctB — 5). [10604YHbIE 3DDEKTBI @aHTUMUCTAMUHHbBIX
CPEeACTB CUCTEMHOIO AEeNCTBUS (CeAaTMBHbIX, MEPBOro MOKO-
NeHuns) o6ycnoBneHbl UX NPOHUKHOBEHMEM Yepes3 remMaTodH-
Ledanmyecknin 6apbep 1 cBA3bIBaHWEM ¢ H1l-peuentopamu
ronoBHOro mosra. B pesynbrate pasBuBaloTcs cefaTvs-
Hbl adbdeKT, HapyweHne KoopauHaLuKu, BHUMaHus. Kpome
3TOr0, aHTUIMCTaMUHHbIE CPEACTBa CUCTEMHOMO AENCTBUSA
(cepaTuBHbIE, NMEPBOro MOKOMEHMS) Bbi3biBaloT GnoKagy
M-XONMHOPELLENTOPOB € Pa3BUTUEM CYXOCTHU CIM3UCTbIX 060-
NOYEK, HapyWeHUs 3pPEHUT U MOYENUCTYCKaHNUS, OKa3biBatoT
XMHUAWHO-NOAOGHOE BAUSIHWE Ha MUOKaph C pas3BUTUEM
HapylweHuh putMa. [na aton rpynnbl npenapatoB Xapak-
TepHbl Taxudunakcna U He0O6X0A4MMOCTb B HEOLHOKPATHOM
CYTOYHOM MPUEME ANA COXPaHeHNUs aQDEKTUBHOCTH.

YBennyeHne f03bl aHTUrMCTaMUHHbBIX CPEACTB
CUCTEMHOrO0 AeHCTBHUS (HeceaaTUBHbBIX, BTOPOIro
MOKOoJIeHUs1)

B3pocnbiM nauneHTam ¢ KpanuvBHULIEN PeKOMeHayeTcs
NoOBblUEHNE A03bl @aHTUIMCTAMMUHHbBIX CPEACTB CUCTEMHOIO
LencTBus (HeceaaTMBHbIX, BTOPOrO NOKONEHMS) OT ABYKpaT-
HOM OO0 YeTblpexKpaTHOM B cllydae HenosHoro addeKTa
OTYKa3aHHbIX B UHCTPYKL MU A03 C LLENbIO MOAHOMO MM YacTHy-
HOrO yCTpaHeHWs1 BONAbIPEN M KOXHOro 3yaa [119-124].
YpoBeHb y6eauTenbHOCTU peKomMeHpauun — B (ypo-
BEHb JOCTOBEPHOCTHU JOKa3aTenbcTB — 2). Heo6xoanumo
NMOMHWTb, YTO NOBbIWEHNE A03bl aHTUTMCTAMUHHbIX CPEACTB
CUCTEMHOrO AencTBuS (HecedaTUBHbIX, BTOPOro Mokose-
HWS) HEe 3aperucTpUpoBaHoO (3a UCKIOYEHMEM 36acTUHaA —
B 2 pa3a (c Bo3pacTa 15 ner)).

TeM He MeHee, Ha OCHOBaHWK UCCNefoBaHUM B3POC/bIM
nauueHTaM BO3MOXHO yBenuyeHue fo3bl dekcodeHagmHa
B 1,5 pa3sa [123] fo YeTbipexKkpaTHoW ana 6unactuHa [125],
aesnopataguHa, abactuHa, dekcodeHagnHa, NeBoLeTUpu-
3MHa [119, 120, 123], TpexkpaTtHoh — LeTupu3nHa [126],
[BYKpaTHON — ueTupuanHa [127], AByKpaTHOM — pynaTa-
OvHa [121, 124].

B cnyyae otcyTcTBUS addeKTa 0T HeTbIPpeXKPATHO YBENU-
YEHHOM [03bl aHTUMMCTaMUHHBIX CPEACTB CUCTEMHOIO Aew-
CTBUS (HecefaTWBHbIX, BTOPOro MOKOMIEHUS) AanbHenwee
yBenn4eHne Ao3bl He NPOBOAUTCS.

Mpn HEO6XOAMMOCTH YBENNYEHNS A03bl aHTUIMCTAMMH-
HOro CpeAcTBa CUCTEMHOIO AEeNCTBUS (BTOPOro NOKONEHMS)
peKkoMeHAyeTCca yBenuM4mMBaTb A03Y O4HOIO, @ HEe KOMOUHM-
poBaTb pasdHble leKapCTBEHHbIE CPEACTBA C LIE/bIO MOSHOMO
WM YaCTUYHOIO YCTPaHEHUS BONAbIPEN M KOXHOro 3yaa [11,
13, 128]. YpoBeHb y6eauTeNbHOCTU peKoMmeHgauuin — C
(ypoBeHb JOCTOBEPHOCTU JOKa3aTeNbCTB — 4).

PeKkomeHayeTcsi pacCMOTPETb (C OCTOPOXKHOCTbLIO) yBe-
NMYeHne [03bl aHTUITMCTAMUHHBIX CPEACTB CUCTEMHOIO

LencTBua (HecedaTUBHbIX, BTOPOro MOKONEHUs) OO [ABY-
KpaTHOM npu He3IPG EKTUBHOCTU NULEH3UPOBAHHbLIX 403
[JaHHbIX npenapaTtoB AETAM C XPOHMYECKOW KpanuBHULEWN
c nevyebHOM Lenbio [2, 19, 129]. YpoBeHb y6eAUTEeNIbHOCTHU
peKkomeHpauuin — C (ypoBeHb JOCTOBEPHOCTU flOKa3a-
TenbcTB — 5). [IpU coOXpaHEeHWM CUMMNTOMOB KpanuBHULbI
y neten Ha GoHe NPUMEHEeHWUs BO3PaACTHOM JO3bl aHTUMU-
CTaMUHHbIX CPELCTB CUCTEMHOIO AENCTBUSA (HEeCeaaTUBHbIX,
BTOPOro NOKofieHus) 6onee 2—4 Hea UK paHee, ecinun CUM-
NTOMbl HECTEPMMUMbI NS NAUMEHTa, 403Y aHTUIMCTAMUHHOIO
cpefcTBa CUMCTEMHOrO AEWCTBUSA (HeceaaTMBHOMO, BTOPOro
NMOKOMIEHMS) BOSMOXHO YBENUYUTL B 2 pa3a (BTopas JINHKA
Tepanwuu) (ysennyeHue fo3bl 36acTrHa B 2 pa3a paspelleHo
c Bo3pacTta 15 ner).

Y peten B CBfI3M C HEAOCTATOYHOCTbIO AOKa3aTelb-
HOW 6a3bl cleayeT NPUAEPIKMBATLCS TaKOM TaKTUKK Neye-
HWSI C OCTOPOXHOCTbLIO: A5 NaLMEHTOB AETCKOro Bo3pacTta
peweHne 06 yBeNMYEHUN [O3bl aHTUITMCTaMUHHBIX CPEACTB
CUCTEMHOIO AencTBus (HecedaTUBHbIX, BTOPOro nokosne-
HUS) cnefyeT NpUHMMaTb MHAMBMAyanbHO [19, 129, 130].
OnucaHbl UccnegoBaHus, 4EMOHCTPUpYoLWMe 6e30NacHOCTb
NOBbILWEHUS 40 4YeTblpexKpaTHOW [03bl B rpynnax Aeten
0 12 neT UeTUpu3nHa, ctaplie 12 net — pynataguHa [129],
TaKXe A0 ABYX-, TPEX- U YeTbipexkpaTHOM — Aas pasHbiX
@HTUIMCTaMUHHbBIX CPELCTB CUCTEMHOIO AeNCTBUSA (Heceaa-
TUBHbIX, BTOPOro nokonexus) [130].

Ha3HavyeHuWe npenapaTtoB N0 HE3APErNCTPUPOBAHHbIM
noKasaHusaM, 4O3aM, BO3PaCTHbIM OrpaHUyYeHUaM NpPoBO-
AWUTCS NO pelleHnto BpayebHOM KOMUCCUU, C 0J06peHUs
JloKanbHOro HE3aBUCMMOIO 3TUYECKOro KOMUTETa Meau-
LMHCKOM OopraHu3dauuu (Npu ero Haauyuu) u npu ycno-
BMW NONyYyeHUss MHOOPMMPOBAHHOIO Cornacus nauueH-
Ta / 3aKOHHOro NpeAcTaBuTeNs U NauMeHTa, JOCTUTLLEro
15 ner.

BTopasi iMHNUA Tepanun XPOHNY€CKOH KpanuBHULbI

MNauneHtTam n getam ¢ 12-neTHero Bo3pacTta npu XCK
B Clly4yae ecnu CUMMNTOMbl coxpaHsioTcs 6onee 2-4 Hep
Ha GOHe NevyeHnss aHTUrMCTaMUHHBIMK CPEeACTBaMMU CUCTEM-
HOroO AencTeua (HeceaaTUMBHbIMU, BTOPOr0 MNOKONEHMS)
B YBENMYEHHON J03€e (MM paHee, eCnu CUMNTOMbl HecTep-
NMUMbI), K Tepanuu aHTUrMCTaMUHHBIMK CPEeACTBaMMU CUCTEM-
HOrO AencTBua (HeceaaTUMBHbIMM, BTOPOr0 MOKONEHMS)
pekoMeHayeTca o6aBWUTb OManuM3ymab C Lefbio MOSHOro
WM HaCTMYHOIO YyCTPaHEeHUs BOSIAbIPEN M KOXKHOTIO 3yaa [13,
110, 131-141]. YpoBeHb y6eAUTEeNIbHOCTU peKoMeHaa-
umMn — A (ypoBeHb JOCTOBEPHOCTU fAOKa3aTeNbCcTB — 1).
PekomeHgyemas no3a omanndymaba 4na nevyeHuns CrnoHTaH-
HOM KpanuBHuUbl — 300 Mr NOAKOXHO OAMH pa3 B 4 Hep
He MeHee 6 MeC NleYeHuns.

B cnyyae oTcyTCTBMSA 4OCTATOYHOMO OTBETA Ha JILLEH3U-
POBaHHYO 403y BO3MOXHO YBEMYEHNE J03bl OManu3ymabda
no 600 Mr u/unu cokpalleHue UHTepBana Mexay MHbEK-
LMAMKM 0 2 Hea (OCyLWwecTBASETCA NO peLeHnio BpayebHoN
KOMWCCUK, C ofobpeHnsa JIoKanbHOro He3aBUCUMOIO 3TH-
4YeCKOro KomMuTeTa MEAMLMHCKOW opraHu3dauuu (npu ero
HaNM4YnM) M NpU yCNOBUK MONy4eHUs MHPOPMUPOBAHHOIO
cornacva nauueHTta / poautenen (3aKoHHbIX NpeacTaBuTe-
nen) n pebeHKa ctaplie 15 ner) [142-146]. Oxupgaemble
CPOKM HacTynnexus abdekta omannzymaba — OT HECKOSb-
KUX OHEN [LO HECKONbKUX Hepdenb. PaHHee npekpalleHue
Tepanuu MOXeT MPMBECTU K NOoTepe NauneHToB C MO34HUM
oTBeTOM. Havano Tepanuu omanndymabom He sBnseTcs
onpeaensitownm GakTopoM OAHOBPEMEHHOM OTMEHbI aHTU-
FTMCTAMUHHbIX CPEACTB CUCTEMHOrO AEWCTBMA (HecenaTwB-
HblX, BTOPOro NoKofieHus). na Ha3dHavyeHus omanu3lymaba
y nauuneHToB ¢ XCK He TpebyeTcs y4nTbiBaTb ypOBEHb 06LLEe-



ro IgE n Bec — B OT/I4ME OT NALMEHTOB C GPOHXMaNbHOM
acTMOM.

TpeTbsi IMHUSA Tepanuu XPOHUYECKOM KpannBHULbI.

LuknocnopuH

PekomeHayeTcs 406aBWTb LMKNOCMOPHH K Tepanumn aHTu-
rTMCTaMUHHBbIMK CPELCTBAMM CUCTEMHOIO AeNCTBUA (Heceaa-
TUBHbIMU, BTOPOrO MOKOJIEHUS) MPU HEAAEKBATHOM KOHTPOE
CUMMNTOMOB Ha GhOHe Tepanmm aHTUrMCTaMUHHBIMKU CpeacTBa-
MU CUCTEMHOIO AeNCTBUSA (HeceaaTUBHbIMK, BTOPOro NoKose-
HKS) 1 OMann3ymMaboM (ECIM CUMMTOMbI COXPaHSIOTCS B Teye-
HMe 6 MeC WAKn paHee, ecit CUMMTOMbl HECTEPMNMUMBI, IM60
B OTCYTCTBMW OManu3ymabda) C Le/blo NOAHOMO WMAW YacTuy-
HOrO YCTpPaHEeHWs BONAbIPENM U KOXHOro 3yaa [147-156].
YpoBeHb yoeAUTENbHOCTU peKoMeHaauun — A (YypoBeHb
AOCTOBEPHOCTU AoOKasaTenbCcTB — 2). JleyeHne UMKNO-
CMOPMHOM AO/MKHO OCYWECTBAATbCA Bpayamu, UMeELWUMHU
OnNbIT NPOBEAEHNA UMMYHOCYNPECCUBHON Tepanuu n obnaja-
IOLWMMM BO3MOXKHOCTbIO 06ecneynTb ageKkBaTtHoe Habnoae-
HWe 3a 60/IbHbIM: perynsipHoe puanKanbHoe ob6cnegoBaHme,
M3MEpEeHne apTepuanbHOro gaBfieHns Ha nepudepryecKmx
apTtepuax (MpuM HeobxoAMMOCTUM — CYTOYHOE MOHUTOPUPO-
BaHWe apTepuanbHOro AaB/ieHusl), KOHTPOAb nabopaTopHbIX
nokasaTtenen. HazHayeHne npenapata TpebyeT NOCTOSHHOIO
KOHTPONA QYHKUMKW MOYEK, NeyeHu, apTepuanbHoro gasne-
Hus. MNepea Havanom Tepanum LLMKIOCMNOPMHOM HEOBXOAMMO
WUCKJTIOYUTb Hannyme MHGEeKLUMOHHbIX 3aboneBaHni (Ty6epKy-
nesa, renatutoB B u C), runepTeH3unun, 3aboneBaHuit Noyek,
neyeHu, 3/10Ka4eCTBEHHbIX 06pa30BaHUM, M3Y4YuUTb AaHHble
O COMyTCTBYIOWEN MeAWKAMEHTO3HOM Tepanuu, KoTopble
Heob6Xxo4MMO NPOBEPSTb BO BPEMS KaXK4Oro nocneayrowero
BU3UTa. ApTepuanbHoe AaBieHne KOHTPONUPYIOT A0 JieYeHus,
Ha 2,4, 6, 8- Hed, fanee — eXXeMeCcs4HO (M3MepSeTca ABaX-
Obl, 3HAYeHUs He AO0MKHbl npeBbiwatbe 140/90 MM pT. CT.
N5 B3POCbIX NaLMUEHTOB).

JlabopaTtopHble MoKazaTenu, Tpebyloumne KOHTPO-
ns: O6WMN (KIMHUYECKMIM) aHaNM3 KPOBM HEOOXO0AMM, TaK
KaK LMKIOCNOPHMH MOXET Bbl3BaTb Pa3BUTUE HexenaTenb-
HbIX SIBJIEHUM — NEWKONEeHUU, aHemuu, TpombouuTone-
HUW (MUCXOAHbIM YPOBEHb, 3aTeEM — exemecsayHo) [157],
nccnefoBaHMe YpOBHS KpeaTWHWHA B KPOBM (MCXOAHbIN
YPOBEHb — cCpefHee M3 2 OTAeNbHbIX W3MEepPEeHWi Hato-
WakK; ecnn pacxoxgeHve coctasnser 10%, Heobxoanmo
NOBTOPUTb MUcCcneaoBaHue); ganee — Ha 2, 4, 6 u 8-i
Hefl, 3aTeM — eXeMecCs4HO), UCCnefoBaHne YPOBHS Kanus
B KPOBM (MCXOAHbIM YPOBEHb, 3aTEM — EXEMECAYHO),
nccnegoBaHve YpoBHS 06LLErO MarH1s B CbiIBOPOTKE KPOBMU
(MCXOLHbIV YPOBEHb, 3aTEM — EXXEMECSYHO), aHalU3 KPOBU
ON9 OLEHKM HapyleHWn nunuaHoro obmeHa GuMoxMmuye-
CKMI, acnapTataMuHoTpaHcdepasbl, anaHMHaAMUHOTPaHC-
depasbl, 6UNMpybrHa, YPOBHA MOYEBMHbI B KPOBU (MCXOA-
HbI YPOBEHb, 3aTEM — E}KEMECHYHO), MOYEBOW KWUCNOTbI
(MCXOLHbIV YPOBEHb, 3aTEM — E€XEMEeCAYHO), UccegoBaHne
YPOBHSA LMKAOCMOPMHA (MPU BO3MOXKHOCTHM) ANF KOHTPONS
6€e30MacHOCTM NPOBOAMMOMN CWUCTEMHOW Tepanuu LMKIOo-
CMOPUHOM; TYGEPKYIMHOBbLIN TECT UCXOLHO; €CNK 3TO HEOO-
XOANMMO — OCYLECTBUTb CKPUHUHIOBbIE TECTbI OHKOMOMUCKA
[157]. UnKknocnopuH cnocobeH Bbi3BaTb pPa3BUTUE HEXKe-
naTenbHbIX ABNEHUN — yBeNUYEeHUEe KOHUEHTpauuu Kpea-
TUHMHA W MOYEBUHbI B Njaa3Me KPOBW, MMAEpAUNULEMMUIO,
rMNepypuKemMuIo, rmnepKkansmemMuto, rmnoMarHnemMuto, rmnep-
FMMKEMUIO, MOXKET TaKKe Bbl3blBaTb 40303aBUCMMOE 0b6pa-
TUMOE YyBENMYEHUE KOHUEHTpauun 6unnpybuHa B nnas-
M€e KPOBM M aKTMBHOCTU GEPMEHTOB neyeHn. Bo3MoxKHO
renatoTOKCMYEeCKOe AEeNCTBMUE LMKIOCNOPHMHA C pa3BUTUEM
xonecrasa, XenTyxu, renatmta M Ne4eHO4YHOM HeaoCTaTou-
HocTH [157].

MoBbIlWEHWE YPOBHS KpeaTUHMHA B KPOBKU MOXKET CBUAE-
TenbCTBOBaTb O HEDPOTOKCUYECKOM AENCTBUMU M NoTpebo-
BaTb CHUXXEHUS f03bl: Ha 25% Npy BO3pacTaHMM YPOBHS Kpe-
aTUHKWHA B KpoBM 6onee Yyem Ha 30% oT ucxoaHoro n Ha 50%,
€CN1 YPOBEHb €ro noBblwaeTtcs BaBoe. Ecnv ymeHblueHne
[403bl B TedyeHue 4 Hel He NPUBOAUT K CHUKEHUIO YPOBHS
KpeaTUHWHA B KPOBU, LUMKJIOCMOPUH OTMEHSIOT.

[Onana3oH peKoMeHAyeMbIX [03 LMKNOCNOPMHa:
2-5 Mr/kr, B cpeaHemM 3,5 MI/Kr, pasfieNeHHbIX Ha 2 npu-
ema. Ecnu HavanbHas po3a 2,5 MI/Kr/cyT He no3BonseTr
4OCTUYb YOOB/ETBOPUTENLHOIO OTBETA B TeyeHue 2 Hej,
CYTOYHYIO 4O3Y YBENMYMBAIOT 4O MAKCUMaANbHON — 5 MI/KT.
Mpn AOCTUKEHMU YOOBNETBOPUTENbHOIO KIMHUYECKOIO
pesynbrata 403y NOCTEMNEHHO CHUMKAIOT U, €CNU BO3MOXHO,
OTMEHSIOT, @ Npu nocneayowem o060CTPEHUU Ha3Ha4valoT
B npeablaywen adpdekTnBHonm posze. lpenapart cnepyet
OTMEHSATb MOCTEMNEHHO, CHUXasA ero Jo3y Ha 1 Mr/Kr/Hen
B TeyeHune 4 Hea unu Ha 0,5—1 Mr/Kr Kaxkable 2 Hef.

MpuMeHeHne KuBbIX OcnabneHHbIX BakKUMH BO BpeMms
NIEYEHNS LIMKIOCOMPUHOM He perkomeHgyeTcs. MauneHTam,
nosy4yaloL MM AaHHY0 Tepanuio, peKOMeHAYeTCS BaKLMHaLmMs
NpPOTMB NHEBMOKOKKa U rpunna [157]. He cnegyet npoBoanTb
ONUTENbHYIO TEpanuio LMKIoCNopuHom (6onee 3 mec).

Tepanusa 060CTPEHUA KpanUBHULbI

WU/MNN aHrMooTeKa

Ons nevyeHus TAKeNoro 06OCTPEHUSA KpanuBHULbI
C LeNbto MOMHOM0 U/MAN YaCTUYHOIO YCTPaHEHMS BONAbIpEN
N KOXHOrO 3yla PEKOMEHAYETCH KOPOTKUI KYPC TIIOKOKOP-
TnkonaoB [13, 19, 106, 107]. YpoBeHb y6eauTenbHOCTH
peKomeHaauuin — C (ypoBeHb AOCTOBEPHOCTU JOKa3a-
TenbcTB — 5).

Ons KynupoBaHMa 06O0CTPEHUS KOPOTKMM KypcOM
(y B3pocnbix o 10 aHen, y aetert — 3—7 CyT) MOXKET UCMONb-
30BaTbCsl NepopasnbHO NpefHM3010H B go3e 20-50 mr/cyT
y B3pOCNbIX M B [03MPOBKE 1-2 MI/Kr/cyT y pneTew.
MocTeneHHOM OTMEeHbl IOKOKOPTUKOMAOB MPU KOPOTKOM
Kypce Tepanuu He TpebyeTcs. CornacHo MHCTPYKLMKU MOXKET
NPUMEHATLCA TaK}Ke AeKcaMeTasoH [2, 23, 106, 107].

B3pocnbiM ¢ TAXKeNblM aHrMOOTEKOM, KOTOpbIM Tpeoby-
eTcs rocnuranuadauma no noBoAy aHrmMooTeKka, BO3SMOXHO
npuMeHeHne meTtunnpeaHunsonoHa: 60-80 (125) mr BHy-
TPMBEHHO B Ha4yase Tepanuu, ganee — NepexoanTb Ha Nepo-
panbHbIi NpueM Ha 5-7 aHen [104, 109].

He pekomeHayeTcs UCnonb30BaHWe ANUTENbHbIX KYypPCoB
rMIOKOKOPTMKOMAOB ANA NleYeHns NauueHTOB C XpOoHM4e-
CKOM KpanuBHWLEW C LEeNblo NpeaynpexaeHns pasBuTus
no6oYHbIX 3GPEKTOB AaHHbIX npenapatoB [2]. YpoBeHb
y6eauTenbHOCTU pekoMeHpauun — C (ypoBeHb AOCTO-
BEPHOCTU fJOKa3aTtenbCcTB — 5).

B cnyyae Xu3Heyrpoxatowen cuTyaumu npu passButuu
aHrMooTeKa B 06/1aCT1 ropTaHn peKoMeHayeTcs NpoBeeHne
3KCTPEHHOM WHTYGaLUMKW Tpaxeu unn Tpaxeoctomum [104].
YpoBeHb y6eauTenbHOCTU peKoMmeHaauuin — C (ypoBeHb
AOCTOBEPHOCTU JOKa3aTeNbCTB — 5). [loKa3aHue K xmpyp-
rMYEeCKOMY BMelWaTenbCTBY Yy NauMeHTOB C aHrMOOTEKOM
B 061aCTW ropTaHW onpeaenstoT Ha OCHOBaHWWM pesynbTa-
TOB KJ/IMHWMYecKoro ob6cnefoBaHusa. B Tom cnyvae, Korga
060CTPEHNE KPanMBHULbI M/WUNW @HTMOOTEK ABASIOTCH CUM-
nToMOM aHadunakcuu, NoKasaHa COOTBETCTBYIOLWAsA Tepa-
nusa (CM. KIMHUYECKNE peKoMeHaaunn «AHadWUIaKTUYECKUI
LWOK»). MNauneHTam, nepeHecluMm aHapunaKkcuio, Heob6xoanmMo
MMeTb Mpu cebe MpPoTUBOLIOKOBLIM Habop, 0693aTesibHO
BK/tOYaloLWmMi p-p annHedpurHa 0,1% 1,0 mn B amnynax.

MauneHTaM C KpanuBHULIEN HE PEKOMEHAYETCA PYTUH-
HOe Ha3HayeHue T[NIIOKOKOPTUKOMAOB, MNPUMEHAEMbIX
B AepMaTonorMn (TOMMYECKOM KOPTMKOCTEPOUAHOW Tepa-
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KJIMHUYECKUE PEKOMEHAALUUU

nuu). BO3MOXHO paccMOTpeTb AaHHbIM BapuaHT Tepanuu
TONIbKO AN51 HEKOTOPbIX NAaLMEHTOB C 3aMeIeHHOM OT aB-
neHna KpanuBHuuen [2, 158-160]. YpoBeHb y6eauTtenb-
HOCTU peKomMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKa3aTenbCcTB — 4).

AnbTepHaTMBHaA Tepanua KpanuBHULbI
He pekomeHAOBaHO PYyTMHHOE MPUMEHEHWe anbTepHa-
TMBHOM Tepanun XCK B CBA3M C O4EHb HU3KUM YPOBHEM
foKasaTenbCTB 3IPPEKTUBHOCTU W/MNN 6e30NaCHOCTH.
B0o3MOXHO paccMoTpeTb UCMNONb30BaHME B3POCIbIM NaLum-
€HTaM TOJIbKO B MCKJIOYUTENbHbIX CayYasx Npu OTCYTCTBUMU
abdeKTa OT 4pyrMx BUAOB Tepanuu:
® [ancoH oT 25 Mr/cyT ¢ nocTeneHHbIM NOBbIWEHWEM A03bl
no 100 mr/cyT [161] unn B no3e 100 mr/cyT B TevyeHue
3unn 6 Hep [162]. YpoBeHb y6eaUTENbHOCTU PEKO-
mMeHpauun — B (ypoBeHb AOCTOBEPHOCTU AOKa3a-
TenbcTB — 3).
nnu
e cynbdacanasunH 500 mr, unu 2000 mr, unn 3000 wr,
unn 4000 wmr/cyt [161]. YpoBeHb y6eaUTENbHOCTHU
peKomMmeHaauuin — B (ypoBeHb JOCTOBEPHOCTU AOKa-
3aTenbcTB — 3).
nnu
° MeToTpeKcaT — Tabnetku (2,5 Mr Kaxable 12 4 2-3 gHA
B Heaento, B TedyeHne 1-2 Hea man 10-15-20 mr/cyT
1 p/Hen) [161]. YpoBeHb Yy6eaUTEeNbHOCTU pPEKo-
mMeHpauun — B (ypoBeHb AOCTOBEPHOCTU AOKa3a-
TenbcTB — 3).
nnu
®  WUMMYHOMOGYINH 4YenoBeKa HOPManbHbIl — BHYTPU-
BeHHO 0,2-0,5-1 r/Kr/cyT — pa30BO WIn B TevyeHue
3 aHen, nubo 0,4 r/Kr/cyT unun 2 r/Kr/cyt — B TeyeHue
5 nHen, nMbo 2 r/Kr Kaxable 4—6 Hen, nub6o 0,15 r/Kr
(Kypcom oT 6 no 51 BBeaeHUs B 3aBUCUMMOCTU OT KJIU-
HUYeCcKow cutyauuu) [161]. YpoBeHb y6eaAUTENIbHOCTHU
peKomMmeHaauuin — B (ypoBeHb JOCTOBEPHOCTU AOKa-
3aTeNbcTB — 3).
nnm
® MOHTenykact — Tabnetku (10 mr B AeHb) [163, 164)).
YpoBeHb y6eauTenbHOCTU peKomeHaauun — C (ypo-
BEHb OCTOBEPHOCTU fOKa3aTenbCcTB — 5).
nnu
* nnasmadepes (koa MeAULMHCKON ycnyru
A18.05.001.001) — 3 pasa B TeyeHue 5 gHen, ToTasb-
HbI 06beM yaaneHHon nnas3mbl — 4,2-9,01 n (B cpea-
Hem 6,9 n) [165] nan 6 npoueayp 4yepe3 AeHb, 06beM
yaansiemon nnasmbl — 200-300 mn (ToTanbHbIM 06bEM
yaaneHHoM nnas3mbl B TedeHue Kypca — 2000 mn) [111].
YpoBeHb y6eauTenbHOCTU peKomeHaauun — C (ypo-
BEHb OCTOBEPHOCTU flOKa3aTeNbCTB — 4).
HasHayeHne npenapaToB MO He3aperncTpupoBaHHbIM
noKasaHuaM, J03aM, BO3PaCTHbIM OrpaHuWyeHusM MNpoBO-
AWTCS MO pelleHnto BpayebHOM Komuccuu, ¢ ogobpeHus
JIoKanbHOro HE3aBMCUMMOrO 3TUYECKOrO0 KOMWTETa Mefnu-
LUMHCKOW OpraHu3auuu (Npu ero Hanuvyuu) 1 npu ycno-
BUW MNofy4yeHUs MHOOPMMPOBAHHOIO cornacvs nauueH-
Ta / 3aKOHHOroO NpeacTaBuTeNs.

Tepanusa KpanuBHULbl NPU GEPEMEHHOCTH

W naKTauumn

ToT Xe nevyebHbI anroputM y 6epemMeHHbIX U KOpMS-
WKMX KEHWMH C Lenblo NOMHOrO MAM YaCTUYHOrO yCcTpaHe-
HWS BONAbIPEN M KOXKHOMO 3yaa HeOB6XOAMMO MPUMEHNATb
C OCTOPOHOCTbIO U OLEHKOM «pUCK — NoJib3a» [2]. YpOBEHb
y6eauTenbHOCTU pekoMmeHaauun — C (ypoBeHb AOCTO-
BEPHOCTU fAoOKasaTenbctB — 5). Bcem 6epeMeHHbIM

nauneHTKam ¢ KpanuBHULEN (C Y4ETOM COBNIOAEHNUS NMPUH-
uMna 6e30nacHOCTM NPUMEHEeHUs npenapatoB npu Gepe-
MEHHOCTU M FPYAHOM BCKapMAMBaHMK) pEKOMEHAYETCS Npum-
HUMaTb aHTUITMCTaMUHHbIE CPEACTBA CUCTEMHOIO AENCTBMSA
(HecepaTMBHbIE, BTOPOro MOKOMIEHUS) ANS IEYEHUS C LeNbto
YyCTPaHEHUs KOXKHOro 3yAa W BOAAbIpEN: nopaTtaguH ¢ BO3-
MOXHOW 3KCTpanonaLumMen Ha LETUPHU3UH C IKCTpanonsaumen
Ha neBouUeTUpU3nH [2, 166, 167].

CoBpeMeHHbIe aHTUIMCTaMUHHbIE CPeACTBa CUCTEMHOIO
LencTBus (HecegaTUBHbIE, BTOPOIO NOKOEHMS) MPUMEHSAIOT-
Csl B KayeCTBe Tepanuu NepBon TMHUKN KpanuBHULbI y 6epe-
MEeHHbIX. [lpuem 3aTux npenapaToB CBA3aH C AOMYCTUMbIM
PUCKOM. 3TU cpefcTBa OTHOCATCS K KaTteropuun B (uccnepo-
BaHMS Ha XMBOTHbIX HE BbISIBUAIW PUCKKU OTpULLATENBHOIO
BO3JENCTBUS Ha BHYTPUYTPOOHOro pebeHKa, HO He NPOoBO-
OWAUCb afeKBaTHblE XOPOLWO KOHTPOAMPYyEMble UCCNeno-
BaHMA y 6epeMEHHbIX KeHLWMH). B HacTosiuee BpemMsa HeT
[JaHHbIX O BPOXAEHHbIX AedeKTax Y AeTeNn KEeHLWMH, NPUHKU-
MaBLUMX @HTUTMCTAMUHHbIE CPeLCTBa CUCTEMHOIO 4ENCTBMS
(HecepaTMBHbIE, BTOPOrO NOKONEHMS) BO BpeMs GepemeH-
HocTu [166, 168-171].

Bce aHTUrMcTaMUHHbIE CpeAcTBa CUCTEMHOMO AENCTBMSA
06HapyXu1BatoTCa B rpyAHOM MOJSIOKE B HU3KMX KOHLEHTpa-
umnsx. MccnegosaHus No 6€30MacHOCTM MOBbIWEHHbIX 403
@HTUIMCTAMUHHbBIX CPELACTB CUCTEMHOIO AeNCTBUSA (Heceaa-
TUBHbIX, BTOPOrO NOKONEHMS), MPUHUMAEMbIX 6EPEMEHHBIMU
N KOPMSALMMU KEHLLMHAMU, HE NPOBOANIUCE.

NMpuMeHeHne aHTUIMCTaMUHHBIX CPEACTB CUCTEMHOMO
LEeNCTBUA (CeaaTMBHBIX, NEPBOro MOKOJEHWUSs) Henocpes-
CTBEHHO nepej poAaMn MOXKET Bbl3BaTb yrHeTeHWe Ablxa-
HWUS WM Opyrve HexkenaTtenbHble ABEHUSA Y HOBOPOXKAEHHbIX.
MpenapaTtbl cnegylowunx 3tanos NPUMEHSIOTCH C YYETOM
MHAMBUAYaANbHbIX MOKa3aHWUM, OLLEHKM «PUCK — Nonb3ar»
onsg 6epeMeHHON XKeHLWMUHbI U BHYTPUYTPOBHOro pebeHkKa,
TepaTOreHHOCTU U AIMBPUOTOKCHUYHOCTH [2].

C yyeTOM pacCWupeHns MOoKa3aHUMM ANs Ha3HayeHus
omManu3ymaba npu XPOHUYECKOM KpanuBHUUE 0OCyMAaeTcs
BOMPOC O BO3MOXHOM €ro NpuMeHeHUn Npu 6epeMeHHOCTH,
M OnucaHbl ciy4an 6e3onacHoro n adpGhEeKTMBHOIO NpPUMeHe-
HKUS omanu3dymaba y 6epemMeHHbIX NaumMeHToK ¢ XCK [172-175].

Mo kKnaccudukaumm FDA UMKNOCNOPUH OTHOCUTCS
K Kateropuu C: nofib3a OT NPUMEHEHUS MOXKET NpeBbIlaTh
pucku. O6cyXKhaeTca BOMPOC O BO3MOXHOM MCMONb30-
BaHUW LMKNOCMOPUHA NP 6GepemMeHHOCTU Y MauMeHTOK
C XPOHWYECKOW KpanuBHWLIEW, B HacTosiLlee Bpems ecCTb
OonbIT NMPUMEHEHUS npenapaTta y 6epeMeHHbIX NauueHToK
C ayTOMMMYHHOW W Apyrow natonoruen [176-178].

He pekomeHayeTCcs NPUMEHATb aHTUIMCTaMUHHbIE Cpea-
CTBa CUCTEMHOrO AeNCTBUSA (CeaaTMBHbIE, NEPBOro NoKone-
HMS) y 6epeMeHHbIX ¢ XCK ¢ Lenblo MOAHOro Man YacTUYHOIo
yCTpaHeHUs BONAbIPEN U KOXHOIO 3yAa B CBA3M C Hepo-
cTaTo4yHbIM Npodunem 6e3onacHocTu [117, 179]. YpoBeHb
y6eauTeNnbHOCTU peKoMmeHaauum — C (ypoBeHb A0OCTO-
BEPHOCTU OKa3aTeNbCcTB — 5).

MEQULIMHCKASA PEABU/IMTALIUA

Bcem nauveHTam (3aKOHHbIM MpeAcTaBUTENSaM Nauu-
€HTOB) C KpanuBHWLEN HeoBXoAMMO MPoBOAUTbL OOy4e-
HWe C LeNblo NOBbIWEHUS MHOOPMUPOBAHHOCTH NauueHTa
0 NPMYUHaxX, cMMNTomax, MeTogax o6cnefoBaHUs, nevyeHuns
N KOHTPONS KpanuBHuULbl [180-182]. YpoBeHb y6eauTenb-
HOCTU peKomMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AoKasaTenbcTB — 4). [lporpamma 06y4eHUs nauueHToB
(3aKOHHbIX MNpeacTaBUTENEN MALMEHTOB) C KpanuBHULEWN
[LO/MKHa BKOYaTb NpeaocTaBfieHne uHbopmaumm o 3a60-
NleBaHuK, cocTaBfeHne WHAMBMAYaANbHOrO MaaHa fieyeHus
4NS nauneHTa n 06y4yeHne 3anonHEHNIO AHEBHUKOB OLIEHKHM



TSXKECTU U KOHTPONA Haj 3aboneBaHneM. Llenb o6yvyeHnsa —
COOOWNTb NALMEHTY C KPanuMBHULEN U YneHam ero cembu
MHPOpMaLMIo, HEOBXOANMYIO AN MaKCMMaslbHO 3P PEKTUB-
HOoro nevexus. O6yvyeHWe npegycMatpuBaeT nposedeHue
NPOCBETUTENbCKOM paboTbl Cpean BCeX yHaCTHUKOB ne4veb-
HOro npoLecca: caMoro nauueHTa ¢ KpanuBHULEN, YIEHOB
€ro ceMbW, MeAULMHCKMX PabOTHUKOB.

PeKkomeHayeTcs paccMoTpeTb HEO6X0AUMOCTb KOHCY/b-
TauMM MeauUMHCKOro ncuxonora v npoBefeHue COOTBET-
CTBYIOLMX pPeabuNUTaLMOHHbBIX MEPONPUATUI NauneHTam
C XPOHMYECKOM KpanuBHWULEW M/MAM WX 3@KOHHbIM Mpea-
CTaBUTENSAM, WUCMbITbIBAIOWMM CTPECC, TPEBOXKHOCTb, 6ec-
NMOKOWCTBO M T.M. C LENblo YCTPaHeHUsa 3Tnx npobnem [20,
24,183]. YpoBeHb y6eauTenbHOCTU peKomeHzauum — C
(ypoBeHb 4OCTOBEPHOCTHU OKa3aTeNbCTB — 5).

NMPOPUJIAKTUKA U AUCNAHCEPHOE

HABJTIIOAEHUE

NMpodunakTuka

MpodunnakTMKa HanpaBfieHa Ha COXpaHeHWe ANUTENb-
HOW pemMuccun K npegynpexgeHme o060CTPEHUN U BKIIO-
YyaeT B cebs aNMMUHALMOHHbIE MEPONPUATUS: YCTPaAHEHME
WY OrpaHuYeHne Bo34eNCTBUA GU3NYECKUX UK UHBIX TPUT-
repoB KpanuBHWUbI (Xonoa, Tenno, du3nyeckas Harpys-
Ka, MHrnéutopbl AMN®, HMBM 1 T.n.), KOHTPONAb AKTUBHOCTU
3a6oneBaHua ¢ nomolybio aHkeT (UAS7, UCT, AAS), npuem
6a3ncHoM Tepanuu.

PekomeHgyeTcs npoBejeHue BaKUMHAUWKW NO MHAMBM-
nyanbHOMY MfaHy B Nepuoj KOHTpona 3aboneBaHus [184].
YpoBeHb y6eauTeNbHOCTU peKomeHaauun — C (ypo-
BeHb JOCTOBEPHOCTU lOKa3aTeNnbCcTB — 5). Heobxoanmo
o6ecneynTb MHANBUAYaANbHbIA NOAXOL K BaKUMHALMUMN.

BaKuuHauMa He NpoBOAUTCH B nepuos 060CTpeHus
3a60/1eBaHUA. YuuTbiBas, 4TO Nonb3a OT BaKLMHaLMK npe-
BbllaeT BO3MOXHblE PUCKKU, HEOBXOANMMO 06ECneyYnTb BO3-
MOXHOCTb MPOBEAEHNS HEOoBXOAMMbIX NPOdUNAKTUYECKMX
NPUBMBOK B YC/IOBUSAX CTABUIbHOIO Te4eHUs 601e3HMU.

AucnaHcepHoe HaGnwaeHue

BegeHne naumeHToB C OCTPOW KpanuBHULIEW U B CTaH-
NapPTHbIX CyYasix XPOHUYECKOW KpanuBHWLbI NPU AOCTUKE-
HUU KOHTPONSA Haj 3abo/ieBaHMEM MOMET OCYLIECTBAATLCA
BpavyoM-neanaTpomM/Bpadom-TepaneBToMm (B Cly4ae Ux oTCyT-
CTBUS — BPa4voM 0O6LLEN NMPAKTUKKU (CEMEWHDBIM Bpa4yom)).

3Tan AWarHOCTUMKM, Ha3Ha4YeHUs W KOHTPONS Tepanuu
OCYLECTBASAETCH C y4acTMEM Bpaya annepronora-MMMyHO-
fiora, Bpava-neamartpa/Bpadva-TepaneBTa, Bpava-gepmaro-
BeHeponora. Ecnn ecTb NoKasaHus, TO Ha3Ha4YaloT KOHCY/b-
TauuM Bpayvya-racTPO3HTEpOosiora, Bpayva-3HAOKPUHOMOra,
Bpayva-3aHAOKPUHONOra AETCKOro, Bpaya-pesmarosnora, Bpa-
Yya-OHKOMora, Bpaya OHKo/ora-rematonora AeTcKoro, Bpa-
Ya-uHbEKLMOHUCTA, Bpaya-HeBpoOora, Bpava-ncuxmartpa,
Bpaya-remartonora, Bpayva-oTOPUHONIApUHronora, Bpaya-
nynbMOHOJIOra U/WUNn APyrux cneunannuctoB COrnacHo Kiu-
HUYECKON HEOBXOAMMOCTH.

[JvHamnyeckoe (AMcrnaHcepHoe) HabnwaeHue nauu-
€HTa C XPOHWYECKOM KpanuvBHULEN ocyllecTBnseTcs 1 pa3l
B 3—6 Mec Bpa4yoM aieproaoromMm-MMmMyHO0roM UM BpavyoMm-
epMaToBeHepoorom. B cnyyae npyema naumMeHToMm MMMYHO-
CYNpPEeCCUBHbIX NPenapaTtoB HabMlOAeHWEe O0MKHO BKJOYaATb
B ceb6s1 AMArHOCTUYECKUE MEPOMNPUATUS KOHTPONS COCTOSIHMSA
nauueHTa (yKa3aHo B COOTBETCTBYIOLLMX pasaenax).

OPFAHU3ALIMA OKA3AHUA

MEAWLIMHCKOW NOMOLUU

ﬂaLLMeHTaM C Kpal‘IVIBHI/ILl,eﬁ N aHT’MOOTEKOM B 3aBUCUMO-
CTHN OT H606XO,EI,MMOCTVI MOEeT OblTb OKal3aHa MeanunHCKad

nomoLb N1t060ro Buaa, ycnosus, Gopmbl, NPesycMOTPEHHbIX
3aKoHoaaTenbcTBoM Poccuinckon Peaepaunu.

BegeHnem naumMeHTOB € KpanuBHULEN M aHTMOOTEKOM
06bI4HO 3aHUMaeTCcs Bpay anjiepronor-uMMyHonor/Bpay-
AepMaTOBEHEPOIION, a TaKKe Bpay-neavaTp/Bpay-tepanesT
W Apyrve cneumanuctbl Npy HEO6X0A4UMOCTH.

Yaule rocnutann3dauma ocylecTBaseTcs B anfieprosno-
rmyecKkoe/gepmaToBeHeposiornyeckoe/negunarTpudeckoe/
TepaneBTUMYECKOe OTaeNneHme.

MepBHnYHas MeanKo-caHUTapHas NoOMOLLb NpeaycmaTpum-
BaeT MepPoNpUATUS No NpodunakTUKe, UarHoCTUKe, neye-
HUIO KPanWBHULLbl U aCCOLMMPOBAHHbIX C HEW 3aboneBaHui,
MeAMLMHCKOW peabununtaumm, GopMMpOBaHUIoO 340POBOIO
ob6pasza KU3HM.

MepBunyHas goBpavyebHas MeAUKO-caHMTapHas NOMOLLb
OKa3blBaeTcd MEAMLMHCKMMU PabOTHUKaMW CO CpeaHUM
MEANLMHCKUM 06pa3oBaHUeM.

MepBryHas BpavyebHas MeAMKO-CaHWTapHas MOMOLLb
OKasblBaeTcsq BpayvyamMu-TepaneBTaMu, Bpayvyamu-negua-
TpamMu 1 BpadyamMu o6LWEN NPAKTUKK (CEMEMNHbIMU Bpayva-
MMW); B NeanaTtpuyecKon npakTuKe Bpay obLLEN NMPaKTUKK
(cemenHbIM Bpay) AO/MKEH JNWb Ha NepBUYHOM 3Tarne
OCYyWeCTBMUTb MaplipyTu3auuio naumMeHtTa LETCKOro BO3-
pacta K Bpady-neguaTpy, B TOM 4YWUC/le MOXET (Hanpu-
Mep, MNp¥ BO3HUKHOBEHUM MOTPEOHOCTH) OKa3aTb Meau-
LIMHCKYIO MOMOLULb B HEOTNOXHOM M 3KCTPEHHON dopmax
B YC/NOBMSAX OTCYTCTBMS Bpayva-neguatpa B MNePBUYHOM
3BeHe (Ha 3Tane NepBUMYHOM MEAMKO-CaHWTapHOW Meawu-
LLUHCKOW NMOMOLLK).

Mpn HaNM4YMM MeLULIMHCKMX NOKa3aHUM K MeAULIMHCKON
NOMOLLM, He TpebytoLen OKa3aHus B CTaLlMOHAPHbIX YCI0BU-
X, Bpay-TepaneBT y4acTKOBbIN, Bpay-neanaTtp y4acTKOBbI,
Bpa4y O06LlEeNn MNPaKTUKKU (CEMEWHBbIM Bpay), MEAULIMHCKUI
pabOoTHMK CO CPeAHNM MeAULIMHCKMM 06pa3oBaHuem, Bpay-
TepanesT, Bpay-neanartp HanpasnaioT NauneHTa B KabuHeT
Bpaya annepronora-MuMmyHosnora u/uan Bpava-gepmaTto-
BEHeposora MeAuLMHCKOM opraHu3aunm Ans oKal3aHus
NepBMYHON cCneunann3npoBaHHOW MeaWKO-CaHUTapHOM
NOMOLLM.

MepBunyHas cneumann3mpoBaHHas MeanKO-caHMTapHas
NOMOLLb OKa3blBaeTCs BPayom annepronorom-MuMmMyHoONOo-
roM WAM BpavyoM-AepPMaToBEHEPONOroM, a B Ciy4ae ero
OTCYTCTBUS — BpavyoM-TepaneBToM, Bpa4yoM-neanaTpom.

Mpn HEBO3MOXHOCTU OKa3aHWUa MEAMLMHCKOM NoMO-
WM B paMKax MNepBMYHOM MeAWMKO-CaHWTapHOM MOMOLLM
W HaIMYUKU MEAULMHCKUX NMOKa3aHWi NauneHT HanpaBnseT-
Csl B MEAMUMHCKYI0 OpraHvM3auuio, OKasblBatolylo cneuu-
aNU3UPOBAHHYI0 MEAULIMHCKYIO MOMOLLb.

Mpn HaNMYUU MELULIMHCKUX NOKa3aHWM NaLneHTY MOXeT
ObITb OKa3aHa CKopasi, B TOM 4YMCie cKopas cneunanmamnpo-
BaHHas MeAnLMHCKas NOMOLLb.

MoKkasaHusa K rocnuTanuaaumu:

1) Taxenole GOpMbl OCTPOW KpanuBHULblI U aHTMOHEB-
POTMYECKMI OTEK B 061aCTU ropTaHu ¢ PUCKOM achHUKCUMK;

2) KpanuMBHULA, CONPoBOXAatoLwas aHapunakcuio;

3) TaxKenble GopMbl 060CTPEHUSA XPOHUYECKOM KpanuB-
HULbI M @HTMOHEBPOTUYECKUIM OTEK, TOPNMAHbIE K ambyna-
TOPHOMY NEeYEHMUI0.

Cneunann3upoBaHHas, B TOM 4YMC/ie BbICOKOTEXHOJO-
rM4yHasl, MeAuMUMHCKas MOMOLb OKa3blBaeTCcs Bpayamu
annepronoramm-MMMyHos0ramnm W/uMnn Bpavamu-gepma-
TOBEHeposioramMmu, Bpavyamu-neguaTpaMmu B CTaLMOHaPHbIX
YCNOBUSAX U BKOYaeT B ceba NpodunakTuKy, 4MarHoCTUKY,
JNleyeHune 3a6osieBaHUIM U COCTOAHUI, TPEOBYIOLLMX UCNONb30-
BaHWS cneunanbHbiXx 6UONOrMYECKUX NpenapaTos, METO40B
N CNOXHbIX MEAULMHCKUX TEXHONOMMI, a TaKKe MeaWLMH-
CKYl0 peabunutaumio.
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KJIMHUYECKUE PEKOMEHAALUUU

[ONnTenbHOCTb CTALMOHAPHOro 3Tana OKal3aHus mMeau-
LMHCKOW NOMOLLM BCEM MaLMeHTaM C KpanuBHULEWN (B TOM
4yucne B yCNoBUSX LHEBHOIO NpebblBaHUs) 3aBMCUT OT CTe-
NeHW TAXKECTU COCTOAHMUS MaLMeHTa, Ho3on0rn4yeckon dop-
Mbl KPanWBHULbl, CKOPOCTU U CTEMEHN JOCTUMKEHUS KIUHM-
yecKkoro addeKTa Tepanuu.

Mpn HanMynu y naumMeHta MeaMUMHCKUX MOKa3aHWK
K OKa3aHWI0 BbICOKOTEXHONIOMMYHON MEAMLMHCKOM MOMO-
WKW HanpaBneHWe nauueHTa B MeAULMHCKYI opraHusa-
LMI0, OKa3blBalOLLYO BbICOKOTEXHOOMMYHYIO MEANLMHCKYIO
NOMOLLb, OCYLLECTBNAETCH B COOTBETCTBMM C [Mopsigkom
HanpaBneHus rpaxaaH Poccuiickon ®egepaumm ans okasa-
HWS BICOKOTEXHOOTMYHOW MEAULIMHCKON MOMOLLM.

3nNM304 OCTPOM KpanuBHWUbLI W/WAKW  aHTMOOTEKA
6e3 fanbHenwero peunanBMpoBaHns o6bIYHO He TpebyeT
yrny6neHHoro o6¢cnefoBaHus; B3pociblx NaLMeHToB Habnto-
faloT B aMbBynaTOPHO-MONMKIAMHUYECKUX YCIOBUSAX Bpad
annepronor-MMMyHoONOr, Bpay-AepMaTOBEHEPONON, Bpay-
TepanesT; AeTen HabngaeT B aMbynaTopHO-NOAUKINHUYE-
CKMX YCNOBUSIX Bpay-negnaTtp, KpatHOCTb B cpegHeM 1 pas
B 3—6 Mec, N0 NOKa3aHWAM NPOBOAATCS KOHCYNbTaLMK crne-
unanucTtoB. KomnaekcHoe o6cnegoBaHne ¢ AMHaMUYECKUM
KOHTPONEM COCTOSIHUS, KOHCYNbTaLMUK APYrMx cneunanmuctoB
no noKadaHusaM npoBogdAtcs getam 1 pas B 6-12 wmec,
B 3aBMCMMOCTM OT CTEMNEHM THKECTU U XapaKTepa TeyeHus
npouecca, No nokasaHusam ambynaTtopHo / B AHEBHOM CTa-
LMOoHape / B KPYrnoCyTO4YHOM cTaLmoHape.

AOMNOJ/IHUTE/IbHAAA UHOOPMALIUA

M36eratb ycnoBMK, NpU KOTOPbIX BO3HUKAET neperpe-
BaHWe: CUWKOM Tennas ogexaa, YpeamepHasa pusmyeckas
Harpyaka, ynotpebneHune ropsaymx 61104 U HAaNuTKOB U T.M.

B cnyvae 3aMeaneHHoM KpanuBHULbI OT JaBAEHUS U gep-
MorpaduyecKomn KpanMBHULLbI OTKa3aTbCs OT TECHOM OAEXK b,
OT MepeHoca TAXKENbIX MPY30B, PacWMPUTb NSMKK PIOK3aKa,
4TOObl YMEHbLINTb JaBIEHNE Ha NOBEPXHOCTb KOXKM, n3beratb
ANUTENbHbIX NewWwnX NOXOA0B B CNyYae OTEKOB CTOM U T.M.

M36eratb yCnoBWUI, NPW KOTOPbIX BO3HUKAET oxnaxie-
HWE: CNULIKOM nerkas ogexkfa, ynotpebneHue XONOoAHbIX
HaNWTKOB, NULLK, ANUTENbHOE NPebbiBaHWe Ha X0N0A4€.

Mpn conHeyHOM KpanuBHULE M3beraTb NPSAMOro BO3-
LEeNCTBUS COMHLA, HOLEHUS OTKPbLITON OAexabl, OTKasaTbCs
OT OTAbIXxa B pernoHax ¢ BbICOKOW MHCONSALMEN, UCMONb30-
BaTb MeCTHble GpoTOo3alnTHbIE cpeacTBa ¢ SPF 50+, HOCUTb
3aKPbITYIO OAEKAY U LUIMPOKOMONbIE WAANbI.

OcTpas cnoHTaHHasa KpanvBHMLA B 60/bLUMHCTBE Cly4a-
€B OCTaeTCs €AMHCTBEHHbIM 3MM3040M B }XW3HU NaLMeHTa.

[Mpn ocTpon KpanuBHULE, COMpoBOXKAatoWwen aHadunak-
TUYECKYIO PeaKLMio, OTCYTCTBME MEANLIMHCKOM MOMOLLM U NPO-
MefJ/IeHNe B ee OKa3aHMN MOXET oKa3aTbes daTasbHbIM.

Mpn xonofoBOW KpanuBHWLE B peaynbTaTe KynaHus
B XO/I04HOW BOAE MaLMEHT MOXET MOrmbHyTb BCAeACTBUE
CUCTEMHBIX MPOSABAEHUN (NafeHue apTepuanbHOro gaBne-
HUA, yaywbe).

OTeK ropTaHu 6e3 oKka3aHus MOMOLLM MOXKET ObITb dhaTaneH.

CpeaHaa npogomxkutenbHoctb XCK — ot 2 go 5 nert
[185, 186].

CnoHTaHHasa pemuccus otmedaetcs y 30-50% nauneH-
ToB ¢ XCK B TeyeHue 1 roaa [187, 188]. HacToTa HacTynieHus
CMNOHTaHHOM pemuccun y aeten Bbilwe [189, 190]. CumnTOMbI
coxpaHstoTcs B npegenax 5 net y 30% nauveHToB. bonee
20% nauuneHToB cTpaaatoT gonblue 5 net [187, 191].

[N XPOHWYECKOM KpanuBHULbI XapaKTEpPHO BOJHO-
06pa3Hoe TeyeHne 6e3 NPOrpeccupyowero yxyaweHus.

AHTUIMCTaMUHHbIE CpefacTBa CUCTEMHOrO AeNCTBUA
addeKkTuBHbI y 40-60% naumeHToB ¢ XCK.

UCTOYHUK ®UHAHCUPOBAHUA
OTcyTCTBYET.

FINANCING SOURCE

Not specified.

PACKPBITHE UHTEPECOB

ABTOpbI CTaTbM MOATBEPAWIM OTCYTCTBME KOHODIMKTA
WHTEPECOB, 0 KOTOPOM HEOBX0AMMO coobLaTh.
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MPUNOXEHUE

METO/10/10r sl PASPABOTKHU KJIMHUYECKUX PEKOMEHAALIMIA

HacToslimMe pekoMeHaaumMn npegHasHayeHbl Ans npu-
MEHEHW MeANLIMHCKUMU OPraHn3aLnaMu 1 YUpeaeHnIMM
benepanbHbiX, TEPPUTOPUANBHBIX U MYyHULIMMANbHbLIX Opra-
HOB yNpaBJ/ieHWs 3APaBOOXPaHEHWEM, CUCTEM 065A3aTEbHO-
ro M [O6POBONLHOIO MEAULIMHCKOIO CTPaxoBaHMUs, ApYrMMu
MEAMLMHCKUMMU OpraHn3aLmaMm pasinyHbix OpraH3aLuoH-
HO-NPaBOBbLIX GOPM [EATENIbHOCTH, HANpPaBIEHHOM Ha OKa-
3aHWe MEANULIMHCKOW MOMOLLM.

LleneBas ayautopus

AaHHbIX KJIMHUYECKUX PEKOMeHAaL Ui
1. Bpauu annepronorn-uMmMyHoONOru.

2. Bpauu-gepmatoBeHeposoru.

Bpaun-tepaneBThbl.

Bpaun-negnatpsbl.

Bpauu obLen npakTUKKU (CEMENHbIE BpayiMn).
Bpayun-oTopuHONAPUHIONOT .

Bpaun aHecTe3nonorM-peaHuMaTonoru.
Bpayn-aHLOKPUHONOTH.

. Bpayu-aHpgoKpuHonoru geTckue.

10. Bpaun-peBmaTosnioru.

11.Bpayn-mHOEeKLUNOHUCTDI.

12.CTyaeHTbl-MeANKK, OpPAMHATOPbI, aCNUPaHThbI, Caywa-
TeNu UMKAOB NOBbIWEHNS KBannPUKaLMm No yKa3aH-
HbIM CMELManbHOCTAM U Ap.

CONOO AW

Ta6nuuya 1. LLIkana oueHKM ypoBHEN AOCTOBEPHOCTHU AoKa3aTenbeTs (YA4) Ans METOAOB AMArHOCTUKM (AMAarHOCTUYECKUX BMeELLATENbCTB)
Table 1. Scale of assessment of levels of evidence for diagnostic methods (diagnostic interventions)

YAAQ PacwudpoBKa

1 CucTemMaTyecKne 0630pbl UCCEA0BaHMIA C KOHTPONEM pedepeHCHbIM METOIOM MM CUCTEMATUYECKNI 0630p PaHAOMU3NPO-
BaHHbIX KIMHAYECKNUX UCCNE0BaHUIA C NPUMEHEHWeM MeTaaHanuaa
OTAeNbHbIe UCCNEe0BaHNSA C KOHTPONEM pedepeHCHbIM METOAO0M WK OTAEbHbIE PaHAOMU3UMPOBAHHbLIE KIMHUYECKME UcChe-

2 [OBaHMs U cucTeMaTUHecK1e 0630pbl UCCNEA0BaHMA NI060ro AM3aiHa, 3a UCKIIYEHUEM PaHAOMU3UPOBAHHBIX KIMHUYECKUX
1ccneaoBaHuii, ¢ NPMMEHeHneM MeTaaHanmsa
Wccneposanus 6e3 Nocne0BaTENbHOr0 KOHTPONS pedepeHCHbIM METOIOM MU NCCeA0BaHNs C pedepeHCHbIM METOI0M, He

3 SBNAIOIWMMCSH HE3aBUCUMbIM OT MUCCNEAyEMOro MeToAa, AN HEPaHAOMU3MPOBAaHHbLIE CPaBHUTEbHbIE NCCNeaoBaHNs, B TOM
4MCNE KOrOPTHBIE MCCefoBaHNs

4 HecpaBHWTeNbHbIE MCCNEA0BAHMS, ONUCAHNE KIMHUYECKOro Chydas

5 MmeeTcs NULb 060CHOBaHWE MexaHn3ma AeNCTBUA UM MHEHUE IKCNEepTOB




Ta6nuua 2. lLIkana oueHKn ypoBHEW 4OCTOBEPHOCTM AoKa3aTenbeTs (YA) ans MeToaoB NpoduUnaKTUKK, NeYeHns 1 peabunuTaymu
(NpodunaKkTU4ecKmnx, nevebHoblx, peabunnTaLMoHHbIX BMELLIATENbCTB)

Table 2. Scale of assessment of levels of evidence for methods of prevention, treatment and rehabilitation (preventive, curative,
rehabilitation interventions)

yan PacwudpoBKa
1 CucteMaTnyecKknit 0630p paHAOMU3UPOBAHHbIX KIMHUYECKUX UCCIeA0BaHMI C NPUMEHEHWEM MeTaaHan13a
9 OTaenbHble paHAOMU3UPOBAHHbIE KIIMHUYECKME UCCNefoBaHNA U CMMCTeMaTVI'-leCKVIe 0630pbl uccnegoBaHui Nob6oro an3anHa,
3a UCKIloYEeHMEeM PaHAOMU3UPOBaAHHbIX KIMHUYECKUX UCCTIef0BaHUI, C MPUMEHEHNEM MeTaaHanMaa
3 HepaHAoMU3WpPOBaHHbIE CPaBHUTENbHbIE UCCNEA0BaHUS, B TOM YUC/IE KOrOPTHbIE UCCNeL0BaHNUS
4 HecpaBHUTENbHbIE UCCNELOBAHUS, ONUCAHWE KIMHUYECKOrO ClyYas Uan CEpUmn Cnyvyaes, MCCNe0BaHUS «ciydam — KOHTPOSb»
5 MmeeTcs nnwb 060CHOBaHWE MexaHU3Ma AeNCTBUSA BMeLwaTebCTBa (AOKIMHUYECKNE NCCNefoBaHNs) UM MHEHUE 3KCNepToB

Ta6nuua 3. LLikana oueHKn ypoBHeN y6eanTenbHOCTU pekoMeHaauunn (YYP) ans MeToaoB NnpodunaKTUKK, AMarHOCTUKK, neveHns
1 peabunutaumnm (NpodunakTUYeCKnx, AMarHoCTUYECKUX, ie4ebHbIX, peabunMTalMOHHbIX BMellaTenbCTB)

Table 3. Scale of assessment of levels of evidence for methods of prevention, diagnosis, treatment and rehabilitation (preventive,
diagnostic, therapeutic, rehabilitation interventions)

YYP PacwudpoBKa

CunbHasa pekomeHaaumsa (Bce paccmaTpmBaemble KpUTepun adPpeKTUBHOCTU (MCXOAbl) ABNSIOTCSA BaXKHbIMU, BCE UCC/IeA0BaHMUS
A MMEIOT BbICOKOE MK YyA0BNETBOPUTENBHOE METOAO0/IONMYECKOE KavyeCcTBO, UX BbIBOAbI MO MHTEPECYIOLWMUM UCXOAaM SABNASIOTCS
COrnacoBaHHbIMM)

YcnoBHas pekoMeHauus (He Bce paccMaTpuBaeMble KpUTeprmn ahdEeKTUBHOCTH (MCXOAbI) ABASIOTCH BaXKHbIMU, HE BCE UCCe-
B [OBaHUS UMEIOT BbICOKOE WU Y0BIETBOPUTENBHOE METO0/IOMMYECKOE Ka4eCTBO U/UKN UX BbIBOAbI MO MHTEPECYIOLLUM UCXO-
[aM He SBNSOTCS COracoBaHHbIMM)

Cna6asi pekoMeHaauus (0TCyTCTBUE AOKa3aTeNbCTB HaA/1eXallero KayectTsa — BCe paccMaTpuBaeMble KpUtepum adpeKTuB-
C HOCTW (MCXOAbI) ABNAOTCH HEBAXKHbIMW, BCE UCCIE0BAHUS UMEIOT HU3KOE METOL0N0MMYECKOE KavyeCcTBO M UX BbIBOAbI MO UHTE-

pecylowmnm ncxogam He ABNISIOTCA COrlacoBaHHbIMM)

MeToabl, UCNOJIb30BaHHbIE
ANS coopa/ceneKkunmn goKasatenbCTB
[TOUCK B 3NEeKTPOHHbIX 6a3ax AaHHbIX.

OnucaHue MeTo0B, UCTNOJIb30BAHHbIX

ANS coopa/ceneKkunmn goKasaTtenbCTB

[oKkaszatenbHoM 6a30i Oas peKoMeHJauun ABASTCS
nyénuvkaumun, Bowegwme B KOKpaHOBCKYKD OUBAMOTEKY,
6a3bl gaHHbIx EMBASE 1 MEDLINE. MMy6urHa noncKka coctaB-
nsana He meHee 5 nert.

OKOHOMMYECKUIA aHaNus3
AHanuM3 CTOMMOCTM He MnpoBOAMICA W Ny6AMKaunu
no ¢apMaKo3KOHOMUKE He aHaNM3UPOBAUCh.

MeTopa Banuaauum pekoMmeHaauumn
° BHelWHAsA aKcnepTHas oueHKa.
° BHyTpeHHss aKcnepTHas oLleHKa.

OnucaHue MeToja Bannjauum peKoMmeHaauum

HacTosllumne pexkomeHaauuu B npenBapuTENbHON Bep-
cvn 6blin peLeH3UpoBaHbl HE3aBUCUMbIMU 3IKCNepTamu,
KOTOpbIX MOMPOCWUAM MPOKOMMEHTMPOBATb MpPEXAe BCero
TO, HACKOMbKO WMHTepnpeTauus AoKasaTenbCTB, Nexalymx
B OCHOBE pPEKOMeHAaLni, AOCTyNHa ANS NOHMMaHWS.

[Tony4yeHbl KOMMEHTaPUKU CO CTOPOHbI Bpayen NepBUYHOIO
3BEHa W y4aCTKOBbIX TEPANEeBTOB B OTHOLIEHWM JOXOAYMBOCTH
N3OXEHNS PEKOMEHAALIMI U UX OLLEHKM BaXKHOCTU PEKOMEH-
Oauun Kak paboyero MHCTPYMEHTa NOBCEAHEBHOW MPaKTUKK.

lMpeaBapuTenbHas Bepcus 6Gblna TaKXKe HanpaBfieHa
pPELEH3EHTY, HEe UMEIOLLEMY MEAMLIMHCKOro 06pa3oBaHus,
479 NONYyYEeHUss KOMMEHTapMeB C TOYKKU 3PEHMS MEPCMNEKTUB
nauneHToB.

KomMMeHTapumn, nony4yeHHble OT 3KCMepToB, TWaTesb-
HO CMCTEMATU3MUPOBaANUCL M 06CYKAannchb npeacegaTenem

W YyneHamu paboyen rpynnbl. Kaxabii NyHKT o6Cyxaancs,
W BHOCUMble B pe3y/ibTaTe 3TOro U3MEHEHUS B PEKOMEH-
Jaluun peructpuposanucb. ECnun ke n3MeHeHUs He BHOCH-
JINCb, TO PEMMCTPUPOBANUCH MPUYMUHBI OTKa3a OT BHECEHHUSA
U3MEHEHUN.

KoHcynbTauuma u akcnepTHasa ol eHKa

MpeaBapuTenbHasa Bepcus Oblia BbicTaBneHa 415 WKpPo-
Koro obcyxaeHua Ha cante PAAKWM gna Toro, 4ytoGbl Bce
3auMHTEpPEeCOBaHHbIE ML @ MMENN BO3MOXHOCTb MPUHATb
yyactTve B OOGCYXAEHWW U COBEPLIEHCTBOBAHWN PEKOMEH-
nauum.

MpoeKT peKomMeHAauWn Obll peLeH3MpoBaH TaKXKe
HE3aBUCHMMbIMW 3KCNepTaMn, KOTOPbIX MOMPOCUAN MNPO-
KOMMEHTMPOBaTb Npex/ie BCEro AOX0A4YMBOCTb U TOYHOCTb
WHTepnpeTauun gokalaTeNbHOM 6a3bl, Nexalllel B 0OCHOBE
peKomMeHaaLuun.

Pa6ouas rpynna

[ns OKOH4YaTeENbHOW pefaKkLMM M KOHTPONS KadvecTBa
peKkoMeHaaLmMK Gbliv MOBTOPHO MPOaHaIUM3MpPOBaHbl Yne-
HamMuK pabGo4yein rpynnbl, KOTOPbIE MPULLAN K 3aKIOHEHMUIO,
4YTO BCE 3aMe4YaHUs ¥ KOMMEHTaPWUWU IKCMEPTOB MPUHSATHI
BO BHWMaHWE, PUCK CUCTEMATUHECKUX OLIMGOK Npu paspa-
60TKE peKOMeHAaL Ui cBeleEH K MUHUMYMY.

MopAaaoK 06GHOBNEHNA KIMHMYECKUX PpeKOMeHaauui

MexaHU3M OBHOBNEHUS KJIMHUYECKUX PEeKoMeHaaL it
npeaycMaTpmMBaeT UX CUCTEMaTUHECKYI0 aKTyanusauuio —
He pexe 4eM 1 pa3 B 3 rofia, a TaKKe Npu nosiBeHUN HOBbIX
JaHHbIX C MO3ULIMK JOKa3aTeNbHOM MeJULIMHbI MO BOMPOCcam
AMArHOCTUKM, JlevyeHuns, NpodunaKTUKM u peaduinTaLmum
KOHKPETHbIX 3a60/1eBaHWi, HaNU4UK 060CHOBAHHbIX AOMOJI-
HEeHWt/3aMedaHnil K paHee yTBEPMHAEHHbIM KIMHUYECKUM
peKkoMeHaaLmam, Ho He Yale 1 pasa B 6 Mec.

PEDIATRIC PHARMACOLOGY. 2023;20(5)

7

NEAUWATPUYECKAA ®PAPMAKONIOIUA / 2023 / TOM 20 / N2 5



REVIEW

H

78

OB30P JINTEPATYPbI

0630p nAuTepartypsl

https://doi.org/10.15690/pf.v20i5.2634 M) Check for updates
U.A. BenseBal'2: 3, E.l. bom6apaupoBal, T.B. Typtul 24

1 HWW neamatpum v oxpaHbl 3a0poBbs aeteit HKL, Ne2 ®IrBHY «PHLX M. axkag. B5.B. MNeTposcKoron,
MockBa, Poccuiickas ®egepauus

2 PHUMY um. H.W. Muporosa, MockBa, Poccuiickas degepaLus

3 Mopo30BcKas feTcKas ropoacKas KMHuyeckas 6onbHuua [3M, Mocksa, Poccuiickas Peaepaums

4 HUW opraHM3aLmv 34paBOOXPaHEHNS U MEAMLMHCKOrO MeHemxMeHTa, MockBa, Poccuitckas degepaLns

JlaTeHTHbIU AedPULUT XKene3a y geTeun
paHHero Bo3pacTta: COBpeMeHHble
npodbUnaKTUYeCKUue cTpaTterum

ABTOp, OTBETCTBEHHbIN 32 NEPENUCKY:

benseBa MpnHa AHaToIbeBHA, LOKTOP MEAULIMHCKMX HayK, Npodeccop POCCMNCKON aKaaeMun HayK, 3aBeaytoLlas OTAeN0M NPEKOHLENLMOHHON,
aHTeHaTaNbHOM M HeoHaTanbHoi MeauumHbl HUW neamatpum n oxpaHsl 3qopoBbst aetei HKL N°2 ®rBHY «PHLX um. B.B. MeTpoBcKkoro» MMHOGpHayKu
Poccuu, npodeccop Kadeapbl dakynbTeTCKON neauatpumn neamatpuyeckoro dakynsteta @ra0y PHUMY um. H.W. NMuporosa MuH3gpasa Poccuu, Bpay-
HeoHatonor FbY3 MAKB A3M.

Appec: 119333, MockBa, yn. ®otveBoit, A. 10, K. 1, Ten.: +7 (905) 728-58-02, e-mail: irinaneo@mail.ru

B ctatbe npeacTaB/ieHbl BaXKHbl€ A5 NEANATPOB MPaKTMYECKUE CBEAEHUS O COCTOSIHMM 06ecre4eHHOCTH opraHmn3ma
pebeHKa paHHero Bo3pacTta 3CCEeHLMa bHbIM MUKPOIIEMEHTOM — }KE1€30M, @ TaKXKe O MPUYMHaX Pas3BUTHSI U CTaaMIMHO-
CTU Kene3oaePuUUNTHbIX COCTOSIHMI y aeTen. OxapaKTepmn30BaHbl KIIMHUYECKUE U 1ab0opaTopHbIe KPUTEPUM MAEHTUDHKA-
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TaTbl COBPEMEHHbIX UCCIEA0BaHMI, MOKa3aBLUMX CBSI3M KeNe304ePUUUTHbIX COCTOSIHUI C OTCPOYEHHbIMN HapyLIEHUSIMU
pasBnUTHS AeTelN, B TOM YUCSI€ KOrHUTMBHOro. [1ogpo6HO onucaHbl aiuMeHTapHble paKTopbl, accoUuMMpoBaHHbIe ¢ 0be-
crie4eHnemM opraHn3ma Kesae3oM, M AMETOJIONMYECKME CTpaTernm, BKYas CBsi3aHHble CO CBOEBPEMEHHbLIM BBEAEHNEM,
MOJIHOL|EHHOCTbIO M Pa3HOo0bpa3neM NPUKOpPMa, KOTOpbIe HanpaBJ/ieHbl Ha 3POEKTUBHYIO U 6€30MacHy NPoOUIaKTUKY
NIaTEHTHbIX XKEe/1e304ePULNTOB.
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BBE[JEHME. XXEJIE30 B ®U3UOJIOTUYECKHUX NOPTHYIO GYHKLUMIO KPOBM (MOCKOSbKY BXOAMT B COCTaB
NMPOLIECCAX. OBLUUE BONPOCHI remMorno6uHa), HoO M y4yacTByeT BO MHOIMX ApPYyrMx npouec-
OBECNEYEHHOCTHU XXEJIE30OM OPFAHU3MA cax: B CMHTE3€e LUMTOXPOMOB, MUOIN06MHA, *Kenesocoaep-
PEBEHKA PAHHEIO BO3PACTA *awmnx GepMeHTOB HEFrEMUMHOBOM CTPYKTYPbI U APYrUX MUTO-
Heneso aBnaeTcs O4HUM U3 3CCEHLMANbHBbIX MUKPO- XOHApWanbHbIX GepmeHToB [1-3]. 3TM pepMeHTbl y4acTBYIOT
3/1eEMEHTOB B COCTaBe TKaHel 4YenoBe4yecKoro opra- B TKAHEBOM [blXaHWK, B MpOLIECCax NEPEKUCHOro OKMUCne-
HM3Ma; OHO He TOJIbKO o6GecnevyMBaeT KUCIOPOATPaHC- HUS,, 06pa3oBaHMK cy6CTPaATOB, HEOBXOAUMBIX A1t CUHTE3A
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Latent Iron Deficiency in Tender-Age Infants:
Modern Preventive Measures

This article presents practical data, topical for pediatricians, on the child’s body provision with the essential trace element — iron;
and on iron deficiency conditions development and staging in children. Clinical and laboratory criteria for the identification of
such conditions are defined; data on their prevalence in tender-age infants is outlined. The results of modern studies showing the
correlations between iron deficiency and delayed developmental conditions in children (including cognitive ones) are presented.
Alimental factors (associated with body provision with iron) and nutritional strategies (associated with supplemental feeding timely
administration, adequacy, and diversity) are described in detail. They are focused on effective and safe prevention of latent iron
deficiency.
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TKaHeBbIX 6eNKOB, W APYrnx MeTabo/M4yecKMX npoLeccax
[4]. MoaTomy Haubonee BaXHO afeKBaTHoe NnoTpebieHne
Kenesa ona Aeten paHHero Bo3pacTa B CBA3M € BGbICTPbIMMU
TemMnamuM Mx pocta U aHaboNMYeCKOM HanpaBEeHHOCTbIO
MeTabonmM3ma, a TakKe MHTEHCUBHOW AndbepeHUMPOBKOM
TKaHen n GopMmnpoBaHMeM opraHos [5-7]. [Ans 340poBbs
neten n NpoduUnakTUkK MHGEeKLM 0cobyto BaXKHOCTb Npes-
CTaB/SET y4yacThe xenesa B GyHKLMOHUPOBAHUN UMMYHHOW
CUCTEMbI: B CMHTE3€e MNponepanHa, KOMMNAeMeHTa, IM30UMm-
Ma, CEKPETOPHOIrO UMMYHOIN06YNMHa A, MHTEpdEPOHa ram-
Ma; B aKTMBaL MK GparounTo3a M eCTECTBEHHbIX KUnnepos [1,
7], a TaKXe B MMeNNHMU3aLMK NPOBOASLIMUX MYTEN U CUHTE3E
HenpoTpaHcMUTTEpPOB [8]. NepBOHaYanbHble 3anachl Xene-
3a BHYTPUYTPOGHbLIA pe6GeHOK MoyyYaeT TpaHcnaaLueHTapHo
OT MaTepu: cneundryeckne peLenTopbl MUKPOBOPCUHOK
NnnaueHTbl OCYLECTBAAIOT €ro TpaHCcMeMO6paHHbIM nepe-
HOC, Hanbonee akTMBHO 3TOT NPOLLECC MPOUCXOANT HaYMHas
¢ 28-32 Hep 6epeMeHHoCTH [7, 9]. MNpK aTOM Keneso geno-
HUPYETCS B MEeYEHW, CeNe3eHKe, KOCTHOM MO3re W CKeneT-
HbIX MbllILL@X WU MCMONb3YeTCH B MPOLECCE 3PUTPONOI33a.
K oKOH4YaHu1IO nepuoaa BHYTPUYTPOGHOIO pa3BUTUS pebeH-
Ka npu Gn3MoN0ormn4ecKkom Te4HeHnn 6epeMeHHOCTH 3anachl
enesa B ero opraHM3me NpUHATO CYUTaTb A4OCTATOYHbIMMU;
nccnegoBaHMa cocTaBa TKaHeW TeNla Nokasasu, 4To obliee
cofepxKaHue enes3a B TKaHAX HOBOPOXAEHHOIO Npu 3TOM
cocTaBnsieT oKono 75 mr/Kkr ero maccol [5, 10]. bonbwas
YacTb Kenesa COAepPKMUTCA B COCTaBe reMornobuHa HoBO-
poxaeHHoro — 75-80% [5, 7].

MNMocne poraeHUs peGeHKa (Nepexoa K 1ero4HoMy abixa-
HWIO) CMHTE3 remMorno6uHa NpepbiBaeTcs, B CBA3U C YeM
YPOBEHb €r0 B CbIBOPOTKE CHUXKaETCH B TedeHue 1,5 mec —
B cpeagHem co 170 pgo 120 r/n [11]. }ene3o n3 pacnaga-
IOLLMXCSH 3PUTPOLIUTOB aKTMBHO MOCTYNaeT Ha 3TOM 3Tane
OHTOreHe3a B TKaHEBbIE AENO (CeNe3eHKa v NeYeHb B CBA3KU
C 3TUM HECKO/IbKO YBeNnuYuBatoTcs B pasmepax). B nocne-
oylouime Mecsilbl XM3HM MajeHua yBeNMYMBaeTCcs 06beM
LMPKYNUPYIOLLEV KPOBK M 3anachl Xenesa yTUan3upytoTcs
B MpoLiecce MNocTHaTallbHOro 3puTponos3a. Y 340pOBOro
[IOHOLLEHHOr0 peGeHKa MNepBOHa4YanbHOrO 3anaca xene-
3a [OCTaTOYHO [10 [OCTMXEHUS MM Bo3pacta 4-6 mec
WUW YABOEHUSA UCXOAHOW Macchl Tena [5, 11].

HecmoTpsi Ha Gonee paHHee NPEANOSIOKEHWE O TOM,
YTO BHYTPUYTPOOGHbIN PEBGEHOK MOXET HaKanaMBaTb AoCTa-
TOYHOE KOJIMYECTBO Kefe3a He3aBUCUMO OT YPOBHS XKenesa
y maTepu [5, 12, 13], 6051ee no3aHWe AaHHble NoAYepKnBa-
0T BaXKHOCTb YPOBHS efe3a y maTepu Ans o6ecrneyenuns
Kenesom BHYTPUYTPOGHOro pebeHKka U HOBOPOXKAEHHOrO.
MnageHLubl, POXKAEHHbIE OT MaTepen ¢ naTeHTHbIM AeduLm-
TOM Kefnesa UKW aHeMWEN, UMeLT 6oee HU3KME KOHLIEH-
Tpauun deppuTrHa B NYNOBUHHOM KPOBW, YTO yKa3biBaeT
Ha 60/nee HM3KKe 3anachbl enesa [14, 15].

OcnoXKHeHns 6epeMeHHOCTH, TaKMe Kak apTepuasnbHas
rMNEePTEH3MUA WM recTauMOHHbIA caxapHbli AnabeT, NpuMBO-
OST K pa3BUTUIO BHYTPUYTPOGHOM TMMOKCUM U yBENWYMBa-
0T NOoTPpe6HOCTb pa3BMBAlOWErOCs pebeHKa B Kenese;
Ha GOHE 3TWUX OCNIOKHEHWUW HapylaeTcs MaTOYHO-MNALEH-
TapHbIA KPOBOTOK, YTO CHWUMKAET NOCTYMN/IEHME Kenes3a B ero
nevyeHb U roNoBHOM MO3r [8, 16]. AHanormyHoe HeraTMBHoOE
BO3/I€MCTBME Ha TPAHCMOPT XKene3a OKa3blBaloT KypeHue
6epeMeHHOM 1 Hannyne y Hee oxunpeHus [8, 17]; npeanona-
ratoT, YTO MOBbIWEHWE NHEKCA Macchl Tena y 6epeMeHHOM
BbI3bIBAET YBE/IMYEHME KOHLIEHTPALIMM B €€ KPOBM rencuan-
Ha M MapKepoB BOCMANEHUS, YTO CHUXKAET aHTEHaTaNbHbIN
TpaHcnopT enesa [18].

KoHueHTpaumsa MaTepuHCKoro depputnuHa 12—-13,6 MKr/n
OblNa NpeasioXeHa HEeKOTOpbIMM aBTOpaMM B KayecTBe
nopora, HUXe KOTOPOro ypOBEHb Xefnesa y BHyTpuyTpoG-

HOro pebeHKa noaBepraeTcs PUCKY 6blTb CHUXKEHHbIM [15,
19]. Jedunumt Kenesa y matepu K MOMEHTY POJIOB NMPUBO-
VT K YMEHbLUEHMIO 3anacoB enesa y pebeHka [19-21],
YTO MOKET COXPaHATbCS B TEYEHWE MHOMMX MeCsLEB nocne
poxaeHus [22]. Zhang Y. n ero konneru B Kutae Habnoga-
M, 4TO aHemusa y matepu BO Il TpumecTpe Gbina cBA3aHa
C MNOBbIWEHHbIM PUCKOM aHEMWM Y MAAAEHLEB KaK B BO3-
pacTte 5-7, TaK 1 B Bo3pacTte 11-13 mec [23].

3Haynmoe BAUAHME Ha KONMYECTBO MONYYEHHOrO
peGeHKOM 3anaca efne3a OoKa3blBaeT BpeMs nepexa-
TUS NYNOBUHbI — KaK MpexAeBpeMEHHOe, TaK U nosgHee
[7, 24], — noaTOMy peKoMeHayeTcs OTCPOYEHHOE (Mpumep-
HO 4yepe3 120-180 c nocne poaoB), HO He 3ano3aanoe
nepexkatne NynoBUHbl 415 BCEX 340POBbIX HOBOPOXKAEHHbIX
[8, 25, 26]. OTcpoYeHHOE NeperkaTme NynoBMHbI Yepesd 1 MUH
nocne poxaeHua obecneynBaeT HOBOPOXKAEHHOMY MNONO-
BMHY o6bemMa nnaueHTapHon KpoBu — 30-50 mn. Ecau
pebeHKa cpagdy nocne poXAeHWa AepKaT Bblle YPOBHSA nna-
LleHTbl (Hanpumep, Npu onepaTMBHOM pPOOpPa3peELIEHUN),
20-30 M1 KpoBM OH TepsieT 06paTHO B NnaLeHTy [26].

lMoCKONbKY HaKomfeHWe Kenesa MPOUCXOAUT MpPenmy-
wecteeHHo B Il TpumecTpe, 60NbLWKMHCTBO HEAOHOLEHHbIX
feTen poxpaatoTtcs ¢ geduumnTom Kenesa [27, 28]; npuyem
Y MHOTMX HEAOHOLWEHHbIX AeTEN «CTapTOBbIN» AedUUMT Kene-
3a NocCTHaTallbHO ycuanBaeTca M3-3a GNebOTOMUYECKMX
KpoBonoTepb [29]. Mpu poXxaeHUU rNy6OKOHEA0HOLEHHOIO
pebeHKa, KaK npaBuno, M3-3a Heob6Xo4MMOCTU peaHuMa-
LMW NPOTMBOMNOKA3aHO OTCPOYEHHOE NeperkaTne NynoBuHbI,
HO MOXKeT 6blTb BbINOIHEHA NMpoLeaypa CLEXMBaAHUSA Nyno-
BWHbI (Milking), 4TO yBennyYnBaeT pe3epBhbl Xefe3a y Hespe-
noro mnageHua [26, 30, 31].

B Bo3pacTe pebeHKa nocne 4—-6 mec o6ecrnevyeHHoCTb
Kene3oM 3aBUCUT YXKe OT MOCTYMSIEHMSA 3TOr0 MUKpOane-
MEHTa C NPUKOPMOM; NMPUYEM 4O AOCTUKEHUS ABYXJETHErO
BO3pacTa B CBfA3M C ObICTPbIMM TEMNaMW pocTa noTped-
HOCTb OpraHuM3ma B Kefnese Bblle, YEM Ha ApYyrux atanax
OHTOreHesa [1]. PeKomeHAaUnn No NoTpebneHunio xKenesa
AeTbMUW paHHero Bo3pacTa BcemupHas opraHmnsaums 3gpa-
BooxpaHeHus (BO3) paHxnpoBana B 3aBUCMMOCTH OT 6MO-
LOCTYNMHOCTKU 3TOM0 MUKpPO3NieMeHTa [2] — TaK, B Bo3pacTe
oT 7 no 12 mec oHo Koneb6netcs oT 6,2 Ao 18,6 mr/cyT;
B Bo3pacTe 1-3 roga — ot 3,9 go 11,6 mr/cyT. Ans onpe-
aeneHus noTpebHOCTM opraHM3ma B XKefe3e MOXeT ObiTb
ncnonb3oBaH Metoa GpakTopHoro nogxoda. CornacHo atomy
MeTo4y npeanonaraeTcs, YTO CPeAHsaAs Macca Tena 340-
poBoro pebeHka coctaBnseTr B 6 mec 7,5 Kr, B 24 mec —
12 Kr; 06bem KpoBu — 80 MI/Kr, Npu 3TOM obllee coaep-
aHue enesa B OopraHuamMe AOMKHO yABOMTbCS C 6 Ao
24 mec — ¢ 300 pgo 600 mr; ¢ yyeToM GU3UONOTMYECKHUX
notepb enesa 20 MKI B AeHb exeaHeBHOe noTpebne-
HWe »Kenesa Ha 9TOM 3Tane OHToreHesa AO/MKHO COoCcTaB-
nate 0,76 Mr/Kr B AeHb Npu cpeaHen ero 6Moa0CTYMHOCTH
10% [32]. Ha ocHOBaHWW KIMHUYECKUX U AUETONOMMYECKUX
nccnegoBaHui B pasfiMyHbix Ny6AMKaLMax PEKOMEHAYIOTCS
chnepylowme HOPMbl eXeAHEBHOro notpebneHus xenesa:
B Bo3pacTe oT 6 Ao 12 mec — ot 7,8 go 11 wmr, oT 1 roaa
no 3 net — ot 5,8 go 9,0 mr [5]. encTBylolmne pekomeHaa-
LMK NO NOTPEeBNEHUIO Kenesa B pasHblX CTpaHax 3aMeTHO
pasnuyaloTca — TaK, Hanpumep, Ana aeten 7-12 mec
QHIIMACKUIA KOMMTET MO MUTaHWUIO CYMTAET LOCTATOYHbIM
7-8 Mr/Kr/cyT, a EBponeickoe ynpaBfieHne no 6e3onacHoc-
TV NuweBbIx NpoaykToB — 11 mr/kr/cyT [33, 34]. CyTo4Hble
HOPMbl MOTPe6NEeHUs Kene3a B COOTBETCTBMM C HOpMa-
TUBHbIM AOKYyMeHTOM Poccuiickon ®epepaumv ons neten
0-3mec — 4 wmr, 4-6 mec — 7 wmr, 7-12 mec u panee
no 7 net — 10 wmr [1]. Takum o6pa3om, 3TU peKomeHaaLnm
Mano OT/IMYaloTCs OT YNOMSAHYTbIX peKomeHaaunn BO3.
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OB30P JINTEPATYPbI

KNACCUDOUKALIUA KENE3OAEDULIUTHBIX

COCTOSIHUH, KIMHUYECKUE U IABOPATOPHBIE

KPUTEPUMU UX OLLEHKU. BIMSSHUE

XKENE3OAE®ULUTA HA 3[J0POBbLE PEBEHKA

OednumnTt Kenela B OpraHuM3aMe 4eroBeKa pas3BMBa-
eTca CTaMMHO — OT cnaboro K BblparkeHHoMmy. oaTtomy
NPUHATO BbIAeNSTb 3 MocnefoBaTeNlbHble CTaauu Kene-
304eduumnTa, NEpPBble ABE — CHUXEHWEe 06LMX 3anacoB
wenesa u xKenesogeduuUTHbIR 3PUTPONO33 — MNPUHATO
0603HavyaTb Kak naTteHTHbIn aedbuunt xenesa (JI4X); Tpe-
Tbsi CTAAMa — 3TO MaHUPECTHbIN AedULNT, XapaKTepu3yio-
LWMNCH CHUXKEHMEM YPOBHSA remornobunHa u o603Ha4yaembln
KaK xenesogeoduumtHas aHemusa (HKAA). Ctagusa xene-
3oaednumnTa onpeaensieT ero KAMHUYECKUE MPOSIBJIEHUS.
Y netewn paHHero Bospacta JIAX Bcneactene BbI3BAHHOIO
UM CHUMXXEHUS aKTUBHOCTU Kene3ocoaepalunx GepmMeHToB
BneYyeT 3a co6OM TaK Ha3blBaeMbl CUAEPONEHUYECKUN
CUHAPOM — 6/1eAHOCTb KOXMK U AUCTPODUYECKHUE U3MEHE-
HWUS CIM3UCTbIX 060/I04EK, CHUKEHUE anneTuTa; BO3MOXKHO
TaKXe NosiB/IeHWEe acTEHO-HEBPOTUYECKNUX U BEreTaTUBHbIX
HapyLleHWn (BANOCTb, YTOMISEMOCTb). XapaKTepHa Mblley-
Has TMMNOTOHMS, BO3MOXHO OTHOCWUTE/IbHOE YBENWYEeHUe
pa3MepoB NeYeHu U ceneseHku [5, 7].

HenezopeduunTHaa aHeMuUs SBNSETCH YIKe OTHOCUTEb-
HO MO3AHUM NPOSIBNEHUEM AedULMTa Kene3a, No3ToMy ob6e-
CMEeYEeHHOCTb OpraHn3mMa }Kenesom Heo6xoanMOo OLEHNBATL
He TOMIbKO U HE CTOIbKO MO YPOBHIO reMOrno6u1Ha, CKOJIbKO
C UCMONb30BaHUEM 60Jiee YyBCTBUTENbHbIX U CNELUDUYHBIX
61OMapKepoB, CMOCOGHbLIX BbIBUTb Pa3/IMYHbIE CTEMEHMU
naTeHTHoro aeduumTa xenesa [35, 36]. HagexHbIMU NOeH-
TMdMKATOPaMK HanMuma xeneszoneduunTHOro COCTOSHUSA
HEKOTOpPbIE MCCNEeL0BaTENN CYMTAIOT OLLEHKY OKPACKM MyH-
KTaTa KOCTHOIO MO3ra M «reMaTo/IorMYeCcKnii OTBET» Ha Tepa-
nuto NpenapaTaMu enesa, HO B PYTUHHON KJIMHWUYECKOM
paboTe 3TM MeToAbl He nNpumeHsatoTes [37]. PaHee B neau-
aTPUYECKOW KJIIMHWYECKOW MpPaKTUKe ANS OLEHKW CTEMNeHu
wenesogeduumnta n avarHoctukn MOA wncnonb3oBanuchb
KOMIMYECTBEHHbIE YPOBHM remornobunHa, apuTpoLMTOB, LiBe-
TOBOro NoKasaTens; BNocneAcTBUM Gblfla BK/IOYEHA OLIEHKA
3PUTPOLIMTAPHBIX MHAEKCOB U COAEPKaHWUA PETUKYIOLMTOB
B KpoBMU [7]. Hanbonee 4yBCTBUTENbHLIMU M3 3pUTPOLMTAP-
HbIX MHAEKCOB B MNJaHe OLLEHKM 06eCrne4YeHHOCTH 3PUTPOHa
ene3oM ABNSIOTCA MoKasaTeNb WWPUHbI pacnpeaeneHus
aputpoumtoB (RDW) — B Hopme He 6onee 14,5% (Ha paHHUX
cTaausix xenesogeduumuta I3TOT NoOKasaTeNb yBennyiuBa-
eTcq) U cpegHu obbem aputpoumtoB (MCV) — B Hopme
y AOHOWEHHbIX HOBOPOXAEHHbIX cocTaBnseT 119 demTonu-
TpoB (bn), K 6 Mec CHuxaetcs Ao 72—77 G, Npy NaTEHTHOM
*wenesonepuumTe U NpM aHEMUM BESTMYMHA 3TOro NoKasaTe-
N9 CHUXKaetesa [7].

B nocnegHve pecatTuneTus B KaydecTBe MapKepa
UCTOLLEHNS 3aMacoB Kefle3a MCMnofib3yeTcs NokasaTtesb
YPOBHS [AEMOHWPOBAHHOIO enesa — GeppuTUH (cneuu-
PMYECKNIN BENOoK, COCTOSALIMIN M3 BOAOPACTBOPUMOIO KOM-
nfiieKkca rMAPOOKWCU TPEXBaNIEHTHOrO enesa ¢ anodep-
puTnHOM) [7]. OnpeaeneHbl yCNOBHbIE HOPMaTUBLI Geppu-
TMHa ANS [JeTer B 3aBMCMMOCTM OT BO3pacTa: Haubonee
BbICOKME €ro YpPOBHM WMMET MECTO Y HOBOPOMK/AEHHbIX
(200-400 MKr/n), 3aTeM OHM CHMUXKalTCa U B 6 Mec —
1 rog coctaBnatT 51-32 mKr/n [7]. CornacHO peKOMEH-
naumam EBponencKoro obuectBa AETCKMUX racTPO3HTEpPO-
JIoros, renaTtonoros u Hytpuuumonoros (European Society
for Paediatric Gastroenterology Hepatology and Nutrition;
ESPGHAN), y netei mnaglwero Bo3pacta clieyeT oleHMBaThb
06€ecneyeHHOCTb Kene3om Mo [IByM nokasatensiMm — remo-
rNOGUHY U GEPPUTUHY; NPUYEM ITU KPUTEPUU pa3paboTaHbl
He B oTHoweHun JIOXK, a yxe And AMarHoCTUKKM aHeMuwu

[5] — TaK, y aeten B Bo3pacte 6—-24 MeC HUKHUIA KpUTEPUI
«HOpMbI» remornobuHa ykasbiBaetca 105 r/n (B otanyune
OT NpeacTaBneHHoro Bbilwe — 110 r/n), ypoBeHb GpeppuUTu-
Ha npu atom 10-12 mMKr/n. AnarHoctnyeckas 3Ha4MMoCTb
deppnTUHA CHUXKaeTCs Npu BOCMaNUTENbHbIX Npoueccax,
TaK Kak depputuH — 6eNoK ocTpon dasbl BocnaneHus,
NnpyW KOTOPOW ero ypoBeHb NoBbilaeTcs [7]. BO3 pekomeHay-
€T NOPOoroBble 3Ha4YeHUs Ana geten mnaguwe 5 net: ana dep-
puTUHa — 12 MKr/n, ans remorno6uHa — 110 r/n [38].

[Ons oueHKn 06ecneyvyeHHOCTM OpraHuM3mMa Kene3om
MCMNONb3YIOT onpefeneHne nokasaTenerm TPaHCMNOPTHOro
M OEenOHMPOBAHHOIO 3anacoB Xenesza [7]. K nokasatensam
TpaHcnopTHoro ¢oHAa Keneda OTHOCATCH CbIBOPOTOYHOE
weneso (CXK), enesocBsA3biBaloWas CNoCO6HOCTb CbIBO-
poTKkK (HKCC) (06wasn u nateHTHas), a TakKe KoapodUumeHT
HacbILEHHWS Xenes3om TpaHCnopTHOro 6enka TpaHcheppum-
Ha, KOTOPbIM NEPEHOCUT TPEXBANEHTHOE XKeNe30 B KOCTHbIN
MO3I U B Apyrue TKaHeBble Aeno. 1o MHeHWo 60NbLIMHCTBA
uccneposatenen, yposeHb CH He SBNAeTCA HAAEKHbIM KPpK-
Tepuem AN BbiSBAeHMA )enesogeduunTa, Tak Kak oH noga-
BEPXKEH 3HaYUTENbHBIM KOleGaHUAM B 3aBUCMMOCTH OT 6MO-
JIOFMYECKUX PUTMOB M OT ocoBeHHOCTeN nuTaHua [5, 7, 8].
bonee HagexeH pacyeTHbIM NoKasaTellb — KO3PPULMEHT
HacblWeHUs TpaHcheppuHa, onpefensiemMblii KaKk yaenb-
HbIi BEC CbIBOPOTOYHOrO Kenesa oT obuen HCC (OXKCC)
1 BblpaykaloWwmnincs B NpoLieHTax (B HopMe — He MeHee 16%);
3TOT NOKa3aTeslb CHUXKaeTCs Npu NepBon U BTOPOW cTaauu
NoX [5].

B KavecTBe mMapkepa kene3oaedpuumTHOro 3puTponoa-
3a B NOoCNeAHue rofbl npeanaraeTcsd UCNoib30BaTh YPOBEHb
pacTBOPMMbIX PeLLenTOpoB TpaHcdeppmHa, MOCKONbKY 3TOT
YPOBEHb OTpaaeT MOTPeOHOCTb B Kene3e 3PUTPOMAHBLIX
Kknetok [35]. MHdeKUMOHHO-BOCNanuTenbHble 3aboneBa-
HUS BAMSIIOT Ha YPOBEHb 3TUX PELENTOPOB MEHbLUE, YeM
Ha KOHUeHTpauumio deppuThHa. OLeHKa COOTHOLWEHUS «pac-
TBOpPUMblE peLenTopbl TpaHcdeppuHa / log depputuHa
(peppUTUHOBLIN MHAOEKC)» MNOBbIWaeT YYBCTBUTENIbHOCTb
n cneunMdUYHOCTb NabopaTopHOM OLIEHKM 3anacoB efe-
3a [35, 36]. bblI0 yCTAaHOBMEHO, 4YTO OnpeaeNieHne CbiBO-
pPOTO4YHOro deppuTUHa UMEET HU3KYID YHyBCTBUTENbHOCTD,
HO 100% cneundnyHOCTb, B TO BPEMS KaK onpegeneHue
pacTBOpMMbIX peLenTopoB TpaHcheppuHa obecnedvmBa-
eT 83% 4yBcTBUTENBHOCTU M 50% cneundrnyHOCTU aHaNu-
3a; MCMNonb30BaHWe OLHOBPEMEHHO 3TWUX [ABYX MapKepoB
No3BOSET NPaBUIbHO OLIEHUTb CTEMEHb Xenesogeduunta
y 75% peten [39]. OgHaKo, NOCKObKY CTaHAAPTU3NPOBAH-
HbIX METOAMK aHann3da peLenTopoB TpaHcheppuHa HET, 3T
nuccnegoBaHue B MpaKTUKe BbiNofHAeTea pegKko [35].

Btopaa ctagua JIAXX wMoxeT ObiTb onpejene-
Ha nNpWM MUCCNefOBaHMKM TaKUX PEfKO OLEeHUBaeMbIX
B KJ/JMHUYECKOM MpaKTUKe MNoKazaTenen, Kak ypoBeHb
npotonopduprHa LUMHKa B 3apuTpouuTax, aputpodeppoHa
(ropmOH, perynupytouwmnn cuHtes rencuauHa) [40], KOH-
LeHTpauusa remornobuHa B peTUKyouuTax U ypoBeHb
rencuanMHa — onuronentuia, y4acTByloWero B «3axBa-
Te» )enesa aHTepouuToMm [35, 41], ogHAKO HOpPMaTWBbI
3TUX MOKasaTenew AN AeTen Nnoka He paspaboTaHbl [42,
43], xoTa AMepuKaHCcKasa akagemus neguaTpuun BKAOYUIA
OLLEHKY COAEepKaHua PeTUKYNOoLMTapHOro remorno6uHa
B peKOMeHAaLmm No AuarHocTuke aHemum [36]. B kayecTse
MapKkepa AebUUUTHOrO 3pMUTPONO33a UCMOb3YIOT TaKke
COOTHOLWIEHWE YPOBHEN NponopduprHa LMHKa U reMornio-
6uHa [44]. Mo MHeHuIo akageMmuKa A.l. PymsHUEBa, OLEHKa
apuTpoumTapHbix MHAekcoB (RDW — wunpuHa pacnpegene-
HUA 3puTpoumToB, MCV — cpeaHuit o6bem 3puTpouLuTa,
npotonopdupuHa LMHKa) AaeT BO3MOXHOCTb BblAENNUTb
naxke He aBe, a Tpu ctaamn JIAXK [7], HO ans geten paHHero



BO3pacTa HOpMaTUBbl 3TUX MHAEKCOB TaKXe He ABAATCS
[0OCTaToO4YHO JOKa3aTe/bHbIMMU.

OueHKa 3anacoB »Kenesay 6epeMeHHOM BaxHa, HO ypo-
BEHb 3TUX 3anacoB He MO3BOJET JOCTOBEPHO MPOrHO3M-
poBaTb 06ecnevyeHHOCTb BHYTPUYyTPOOGHOro pebeHka [35].
Mpn ogHOBpEMEHHOM 06CnefoBaHMM KOPMSAWMX MaTepen
M UX Oeten B Bo3pacTe oT 6 A0 23 Mec 6blfla BbiiBlEHA
BblpaKeHHasi B3aMMOCBSA3b MeXAy YPOBHAMKU deppuTuHa
W UMHKa, a Takxe mexay Hanndynem KAy pebeHka 1 maTte-
pu, 4TO fABNSeTcs o60CHOBaHMeM pas3paboTku npodunak-
TUYECKMX MporpaMmm A4S KOPMSALWMX KeHWKH [45]. B 10 xe
Bpems Apyrue uccnefoBaHUs He BbISIBUAW LOCTOBEPHbIX
pasnnynin No COAEPKaHMIO XKenesa B rpyAHOM MOJIOKEe maTe-
pen ¢ aHeMunen n 6e3 aHemuu [46].

HeobxoamMmocTb AuarHocTukm He TonbKo /A, KoTopas,
6€e3yCNoBHO, ABNAETCS MOJMCUCTEMHBIM MaTONOrMYECKUM
NpPoLECcCOM, HO M NaTEHTHOrO enesogeduumTta onpeaens-
eTCsl ero 3Ha4YMMoCTblo B MaToreHese pasnu4yHbix 3abone-
BaHWN y feTen.

MNMocKonbKy AeduunT Kenesa TOpMO3UT aHabonnyecKkne
npouecchl, 66110 BbICKa3aHO MHEHME O CBA3K 3Toro gedu-
LUMTa C 3a[lepKKON pocTa MnageHueB [47—-49], ogHaKo apy-
roe uccnenoBaHue He NOATBEPAMNO0 Takon cBasn [50].

MNMocKonbKy AedUUNT Keneda CONPOBOXKAAETCH CHUXKe-
HMEM MMMYHHOIO NoTeHLMana (HapylweHne cuHTe3a UHTep-
NenKknHa 2, andodepeHuMpoBKU T-KMNNEpPOB, CHUKEHUE
MECTHOIr0 MMMYHHWTETA), 3TO CO34aeT 61aronpuUaTHYIO NOYBY
ONs MHPEKUMOHHbIX 3a6oneBanuit [1, 7, 51]. OaHAKO B KK-
HUYECKUX UCCNeaoBaHMAX AOCTOBEPHbIX CBSA3en aeduuunta
Kenesa c yBennyeHneM pucka nHdeKLnm He Obl10 yCTaHOB-
neHo [5].

BbICTpbIN POCT M pas3BUTUE LEHTPaibHOW HEPBHOM
CUCTEMbl B MeEpBble [Ba rofa XWU3HW pebeHKa TpebyioT
[ocTaTtoqyHOro obecnevyeHus xKenesom, KOTOpOoe Heobxo-
OMMO ANst ajeKBaTHOW MWENUHU3aLMKM NPOBOAALLMX NyTEN,
®YHKLMOHUPOBAHNUA HENPOTPAHCMUTTEPHBIX MOHOAMWHOB,
neHaputoreHesa B runnokamne [5, 52, 53]. Kak 6bis10 ycTa-
HOBNIEHO HeWpobunonoramu, 6oMbluas YacTb Xenesa, coaep-
)Kallerocs B ronoBHOM MO3re B3pOC/Oro, AenoHUpyeTcs
B nepBble 10 gHeN XK13HU [54].

[lBolHOEe cnenoe paHAOMU3MPOBAHHOE KOHTPOAMpye-
MoOe uccnenoBaHue aeten 12-23 mec ¢ KA, nonyvyaBLumx
npenapartbl }enesa unu nnauebo (rpynna KOHTPOoAs), NoKa-
3a/10 CBSA3b 3TOr0 COCTOAHMSA C 601ee HU3KMMU NoKasaTens-
MU KOFHUTUBHOIO M MCMXOMOTOPHOIO pa3BuThs Yyepe3 1 Heq
M 3 MeC OT Hayana NevyeHuss He3aBMCUMO OT MNOSyYeHwus
BHYTPUMbILLEYHbIX M MepopanbHbiX NpenapaToB xenesa
nnu nnaue6o [55]. Mpu NpoAOIKEHUN HABNIOAEHUS 38 3TU-
MU NauneHTammn y Tex U3 HUX, Y KOro B MnageH4YecTBe aHe-
MUS Gblna CPEeAHETSKENON U TAXKENOW CTENeHU, KOrHUTUB-
Hble HapyLleHns coxpaHanncb B Bo3pacTte 5 net [56] n gaxe
nosaHee — B 14 1 19 net [57, 58].

daKkTop nepeHeceHHon pebeHkom MOA HeratMBHO
OTparkaeTcsl Ha NaTEHTHOCTU BbI3BAHHbIX 3PUTENbHbIX U CY-
XOBbIX MOTEHLMaANoB rofioBHOro mo3ra [59-61], a Takxe
Ha 3amouMoHanbHO-BONEBOW cdepe pebeHKa [62]. EcTb
[aHHble 0 HEraTUBHOM BJIMSIHUM Ha pa3BUTUE LeHTPabHON
HEPBHOW CUCTEMBI HE TONbKO MaHudecTHom HKIA, Ho n 1K
[1, 58, 63]. KnuHM4YeCcKn MaHUbECTHbIN AeDULUT MOMKET CHU-
aTb NOKa3aTeNn YMCTBEHHOIro pa3BuTUS aeTen [64—-606].
MpeanonaraloT, YTO MNaTOreHeTUYECKUE MeXaHU3Mbl pas-
BUTWSA HEBPONOrMYECKUX HapyLweHUn Npu geduumnte xeneaa
peanuayloTcs 4epe3 U3MEeHeHWs JonamMMHOBOro obmeHa
B corpus striatum, cBsi3aHHbIE CO CHUXEHWEM KOHLIEHTpa-
LMK Xenesa B 3ToM 06/1aCTH roIOBHOIo Mo3ra [67, 68].

CBA3b JIAX ¢ KOrHUTUBHbIMKU M NOBEAEHYECKUMU pac-
CTPOMCTBaAMM MOKa HeAOCTaTO4HO AOKa3aHa, Heob6XxoAWMbI

fanbHenwue uccnenoBaHuMa B 3Tow obnactu [5, 69] —
B YACTHOCTWM B OTHOLIEHWW KONMYECTBEHHbLIX MOKa3aTenemn
aebdvumnTa xenesa, CBA3aHHbIX C PUCKOM OTCPOYEHHbIX KOr-
HUTUBHbIX HapyleHWn. TeM He MeHee, BbIMOMHEHbl IKCMe-
pUMeHTanbHble UccnefoBaHus, NoKasaBwue, 4To geduunT
Kenesa B TKaHAX MO3ra UMeeT MeCTO 0 Pa3BUTUSA KIMHUYe-
CKM MaHUGDECTHOM aHEMUM U 3TO NPUBOAMT K HEBPOJSIOTMYe-
CKMM HapyweHusam [70, 71]. HeratuBHOe BO3AENCTBME faXKe
Heb6onblWworo gedbuLmTa Kenesa Ha MoO3r 0CO6EHHO OnacHo
B nepBble 1000 gHeW OHTOreHesa B CBSA3W C YHWKaNIbHO
ObICTPbIMM TeMNaMKu pocTta Mo3ra B 3ToT nepuoa [30].
MpegnonaratoT, 4TO CTApTOBbIN AedULUT Kenesa NPUBoAUT
K 3MUreHeTM4ecKMM MoAaMdMKaLMaM IKCMNPEeCcCUU reHOoB,
perynmpyrowmx GyHKLUMI0O CMHANCoB B 06nacTu rMNnoKam-
na, 4To MOXET UMETb JONFOCPOYHOE BAUSHUE Ha BbICLLYIO
HEepBHYIO AesaTenbHoCcTb [72]. Tak, B KOrOPTHOM WcCleno-
BaHWMW, CPaBHMBLIEM BpeMS peakuuMu MNpu BbINOJHEHUMU
3aaaHuin netbmn 8—11 net, 60nee HU3KKWe pe3ynbTaThbl Obin
3aduMKCUPOBaHbI B rpynmne UCnbiTyeMbIX, NEPEHECLUMX aHTe-
HaTanbHbIM JedUUNT XKenesa, 4eM y AeTen, KoTopble nMenu
nocTHaTanbHbIM AeduumnT (B BOo3pacTe 9 Mec), a TaKxke
y AeTen 6e3 yKadaHusl Ha nepeHeceHHoe xene3oaepuumT-
Hoe cocTosHMe [63]. O6cyxaatoTcs BEPOSATHbIE CBA3M NepH-
HaTanbHOro AeduunTa Kene3a C NOBbIWEHHBIM PUCKOM
pasBuUTUSA WnN3odppeHnmn y B3pocabix [73]. Mpu KOropTHOM
HabNAeHNN AeTen, Yy KOTOpbIX B HeOHaTanbHOM nepuoge
ObI10 onpegeneHo xenesogeduumMTHOE COCTOSHMUE MO YPOB-
HIO deppuUTUHa B NYNOBUHHOM KPOBM, B Bo3pacTe 2-5 neT
He O6blJ0 YCTAHOBAEHO 3HAYUMbIX OTIMYUNA KOFHUTUBHOMO
pasBuUTUS OT AeTew rpynnbl CPaBHEHWUS, OLHAKO MNOBeAeH-
YeCKWe HapyleHus y geTen, UCMblTaBlWmMX nepuHaTaibHoe
wenesogedUUUTHOE COCTOsIHUE, Bbln 6onee YyacTbiMK [74].
Mpu oueHKke ponu reHgepHoro dakTopa No MToram Kpocc-
CeKUMOoHHOro obcnenoBaHus 6osnee 4,5 TbiC AeTeN paHHero
BO3pacTa OblI0 YCTAHOBJIEHO, YTO Y AEBOYEK C XKenesone-
OUUMTHBIMU COCTOSIHUSAAIMM 3aEPrKKa Pa3BUTUA HEKOTOPbIX
GYHKUMIN (06Last u MeNKasg MOTOpPUKa, pedb, ajanTUBHOE
nosegeHue) 6onee 4yacta, YeM y Manb4ymMKoB [75].

G®AKTOPbI PUCKA U MPUYUHDBI PA3BUTUA

KENE3OAE®ULUTHBIX COCTOSIHUMA Y AETEN

PAHHEI0O BO3PACTA. PACNTPOCTPAHEHHOCTDb

JIATEHTHBIX U MAHU®ECTHbIX

ENE3OAE®ULIUTHBIX COCTOSTHUIA

HKenezogedunUMTHbIE COCTOSHUS Pa3BUBAIOTCA HE TONb-
KO NpW HELOCTATOYHbIX MCXOAHbIX 3anacax U OrpaHM4eHHOM
NMOCTYMJIEHUMN Kenesa € NULLEN (aIMMEHTapHbIN AedULHUT),
HO M NPW NOBbLIWEHHON NOTPEBGHOCTM OpraHM3mMa B Kenese
(Hanpumep, Npu MHOEKUMOHHBLIX 3aboieBaHUsX), a TaKKe
NPy HapyLweHusx abcopbumnn xenesa npu pasaMyHom naTo-
NIOTUW KENYA0YHO-KULLIEYHOro TpaKTa 1 Npu MasiomaHubecT-
HbIX NOTEPSX Kenesa (MUKpoauanenesHble KPoBOTEYEeHUs
npuv anneprum Ha 6eN0K KOPOBLENO MOJSIOKA MW NPU FNUCT-
HbiIX MHBa3uax) [1, 5, 25]. YcTaHOBMEHO, 4YTO YCBOEHMUE
Kenesa perynvpyetcs no mexaHusamy obpaTtHOM CBA3UM —
NPy OTCYTCTBUM AednunTa LUPKYINPYIOLLUIA TENCUANH UHTK-
6UpyeT TpaHCNOPTHbIM 6enoK GepponopTuH, a npu gedu-
LMTe YypOBEHb rencuiuMHa CHUXKaeTcs, 4TO yBennyuBaet
BcacblBaHMWe xenesa [76-78].

Mo BpeMeHW [eNCTBUSA cpeau NPUYKH Kenesoaedu-
LMTHbIX COCTOSIHWMM BbIAENSAIOT aHTeHaTallbHble (Hapyle-
HUS MaTOYHO-MNMaLEHTapHOro KPOBOTOKA, BHYTPUYTPOGHas
rmunokcus, detonnaueHtapHas, deto-maTepuHcKas n deto-
deTanbHas TpaHCcPy3us, HEAOHOLEHHOCTb, MHOrOMNI0AMe,
TSXKeNblM }enesogeduunt y 6epeMeHHOn), MHTpaHaTalb-
Hble (peTonnaueHTapHasa TpaHchy3usa, NpexaeBpemMeHHas
WK NO3AHAS NepeBsa3Ka NyNnOBUHbI, MHTPaAHAaTabHble KPO-
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REVIEW

OB30P JINTEPATYPbI

BOTEYEHMS Pas3fIMYHOro reHesa — B TOM YMUCNe OTC/OM-
Ka nnaueHTbl), NocTHaTalbHble (aIMMEHTapPHbIN AedULIAT,
noBblWeHHass NOTPeBGHOCTb B Xefe3de Y HeLOHOLWEHHbIX
W AeTen ¢ KpynHoW MaccoK; NOBbIWEHHbIE NOTEPU Keneaa,
yNOMsSIHYTble Bbille, HapyweHus o6MeHa Xenesa Wan ero
TpaHcnopTa — B TOM 4uC/e NpU HacneacTBEHHOM aedu-
uMTe TpaHcoheppwuHa) [79]. Pa3BuTuio KenesoaeduumTHbIX
COCTOSIHUM cnoco6¢eTByeT AebULUUT BUTAaMUHOB, BAUSIOWMX
Ha BcacbiBaHWe v TpaHcnopt xenesa (C v By), a TakKe y4a-
CTBYIOLMX B CHHTE3€E reMa M aputponoase (Bg, By, dponne-
Bas Kucnota) [2].

Taknum 06pas3om, B pa3BUTUM KeNne304ePUUUTHBIX COCTO-
AHWI Yy OAHOro cy6beKTa MOryT coyeTaTbCsl HECKONbKO dak-
TOPOB PUCKA; K rpynnam puUcka pasBuUTUS 3TUX COCTOSIHUM
OTHOCATCA 6epeMeHHbIe KEHLWMUHbI, HEAOHOWEHHbIE U AeTH
C HU3KOW Maccom Tena npu poXxAeHWU, AeTU OT MHOIOMI0A-
HOM 6epEMEHHOCTHU, a TaKXe MNageHLbl C pa3HooO6pa3HOM
nepuHaTanbHoM natonornen [80-82].

MOCKONbKY PUCK HELOCTATOYHOro 0o6ecneYeHns xene-
30M BO MHOMOM 3aBUCMT OT alMMEHTapHbIX MNPUYUH,
Ha YacToTy AebUUMTHBIX COCTOSHUM 3HayYuTeNbHOE BIU-
AHWE OKa3blBaloT COLMaNbHO-3KOHOMUYECKUE daKTopbl
[5, 83]. NMoatomy yacToTa *enesoaedUUUTHbIX COCTOSHUN
B pa3BUTbIX U pa3BMBaOLWMXCA CTpaHax pasnunyaetcs;
TeM He MeHee, No AaHHbIM BO3, 3Tn cOCTOAHMA 3aHnMaloT
nepeBoe MecTo U3 38 Hanbonee pacnpocTpaHeHHbIx 3a60-
NeBaHWi n pernuctpupytotcs 6onee 4eM y 3 Mapa 4enoBek
[84]. CornacHo akcnepTHomMy aokymeHTy ESPGHAN (2014),
BO BCEM MUpe MaHUbECTHbIN Xenezoaedbuuut MmeloT
0Kono 25% peten OOWKONbHOINO Bo3pacTa, B TO e Bpe-
MS B pas3BuTbiXx cTpaHax EBponbl yactota A cocTtas-
naeT y aeten aTtoro Bo3pacTa He 6onee 9%. YactoTta
NAXK, onpegensemoro npu nokasarene depputuHa MmeHee
10-12 MKr/n, B NonynsiumMm eBpONencKuUx AeTen B BO3-
pacTte 1-3 net coctaBnget oT 5 o 20% [5]. MNy6nnkaymm
nocnegHux net coobwatoT cneaywouwmne ob6befUHEHHbIE
AaHHble No rnobanbHOM pPacnpoCTPaHEHHOCTU Keneso-
nedunumMTHOM aHemun n geduunta xenesa: 16,42% (95%
AN 10,82-22,01) n 17,95% (95% AN 13,49-22,41) cooT-
BeTCTBEHHO [85].

B 1O e Bpems npeactaBAsioT MHTepec coobLleHus
0 4YacToTe NaTeHTHOro U MaHudecTHoro xenesopebdu-
uMTa B NONynauUMM JOHOWEHHbIX AeTern 3—6-Mecsa4yHoro
BO3pacTa, HaxOAMBLUMXCSH Ha FPYAHOM BCKapMMBaHWMU,
B pernoHe TpagWMLMOHHOIO BereTapuMaHCKOro nuTaHus
6epeMeHHbIX XeHLWH 1 KopMawmx matepen (MHans) [86].
B Bo3pacTtax 3, 4 u 5 mec vyactorta JIAXK coctaBnsna 5,4,
21,4 n 36,4%; XA — 4,6, 16,7 n 11,4% cooTBETCTBEHHO.
B nccnefoBaHuK 4acToThl Kene3oaeduuMTHbIX COCTOSAHUIA
cpean MnageHueB, POXKAEHHbIX B CEMbSX C HU3KMM AOXO-
nom, B Bo3pacte 9-15 mec 4vactota XOA Konebanachb
oT 200 4% (4acTtoTa 2% oTmMeyanacb MpW UCNONb30Ba-
HUW Tpex KpuTepuesB auarHoctukn MOA BMecTO ABYX)
[87]. AaHHble aTUX Ny6NUKaLIMI CYLLECTBEHHO OTIMYalOTCA
OT Ny6AnKauMN NPEXHero AecaTuneTns, B KOTOPbIX yKa-
3blBaNOCb Ha Halnyue xenezoneduUuUTHbIX COCTOSHUM
y 30-60% peten paHHero Bo3pacTa [7]. Mpu aHanuse
4aCTOTHbIX XapaKTEPUCTUK KenezoaedUuUTHbIX COCTOSN-
HUM akcnepTamn BO3 onpegeneHbl 3HayuTeNbHble pas-
NIMYUS PacnpPOCTPAHEHHOCTM 3TUX COCTOSHMI MeXay pas-
BUTbIMW M pasBMBaOWMMKUCA CTpaHamu: AN AeTen 3Tu
noKasaTesn KonebnTcs coOoTBETCTBEHHO oT 12 no 51%,
ans 6epemMeHHbix — oT 14 no 59%; npyv 3TOM PErvoHbI
Cc yactoton geduumntapHoctM Ao 39,9% OTHOCAT K nme-
IOWMM YMEPEHHbIN (CpeldHui) ypoBeHb AeduunTa cpeau
HaceneHus, Bblwe 39,9% — K MMEKLWUM 3HAYUTENbHYIO
nedbuuymtapHocTb [88, 89].

Taknum o6pasom, B LenoM npobnema xenezogeduumnt-
HbIX COCTOSIHUM y AeTel SBNSEeTCH aKTyalbHOM ANns BCeX
CTpaH U TpebyeT pa3paboTKku anddepeHUUpoBaHHbIX NOA-
XOA0B K KOPPEKLMUKN 3TUX COCTOSTHUN.

AJIUMEHTAPHbLIE ®AKTOPbI OBECIME4YEHUA

PEBEHKA XEJIE3OM, HAYUHAA

C BHYTPUYTPOBHOI'O NEPHOJA.

ANOOEPEHLUMALIUA AMETOJIOTMYECKUX

noaxoaoB. KOrAA U KAK KOPPUTMPOBATb

PALIUOH PEBEHKA U3 IrPynnbl PUCKA

KENE3OAE®ULIUTA?

Kak npegctaBneHo B NpejliecTsyowem pasaene, onoc-
pefoBaHHOE COLMaNbHO-3KOHOMUYECKMMU  YCNOBUSMMU
W3HM alMMeHTapHoe obecneyeHue MnafeHua sABnseT-
CSl OCHOBHbIM KOHTMHYYMOM, Tpebylownm auddepeHumnpo-
BaHHOM MoANDUKALMK NPKU HEOBXOAUMOCTH NMPODUNAKTUKM
1 KOPPEKLMK Kenes3onedrLnUTHbIX COCTOSHUMN.

Kak M3BecTHO, 06ecne4eHHOCTb Xene3oM AeBOYEK-MOA-
POCTKOB M KEHLMH reHepaTMBHOro Bo3pacTa YyacTo 6biBaeT
HefoCTaTO4YHOM B GONbLUMHCTBE PErMOHOB WM CTpaH. Tak,
B Hallew cTpaHe y AeBylleK B Bo3pacTe 15-16 neT yactoTa
neduumta kenesa pocturaet 40-60% [89]. B cpeaHem
B Mupe xenesofeduUNTHbIE COCTOSHWUS PErncTpUpyloTcs
y 35% KEHLWMH (B pa3BMBaIOLWMXCS CTPpaHaX — MOYTU Y NOSO-
BUHbI) [89, 90]. Mo3aTomy BaxHoe 3HayeHwe npuobpeTtatoT
BOMPOCHI MOMHOLLEHHOIO NMUTaHUs 6epeMeHHbIX — 0COBEHHO
B MOCNeAHVe OeCcATUNeTUsl, B CBA3W C pacnpocTpaHeHWem
BereTapmaHckux M BeraHckux auvet [91]. Mpu cocTaBneHUn
[LMEeTONOrMYeCKNX peKoMeHaaLnm Ans 6epeMeHHbIX *KEeHLWMUH
0CO6EHHO BaXHO y4nTbIBaTb GMOAOCTYMHOCTD XKefes3a B pas-
JINYHBIX NPOAYKTaXx. YCBOEHMUIO HEFrEMOBOIO XKefle3a U3 NULLK
CNOCO6CTBYIOT aCKOpPOGUHOBAsA U IMMOHHAs KucnoTa, 6enoK
Msica, TOr4a KaK KOpPOBbE MOJSIOKO, duTaThbl, nonmdeHobl
M KanbUui MHIMOUPYIOT 3TO YCBOEHME (B 4aCTHOCTH, YKa-
3aHHble BeELLECTBA COAePKATCA B 4ae, HEKOTOPbIX dpyKTax
M oBoulax, opexax, 60608BbIX) [5, 92]. Ana 6epeMeHHbIX
Ba)XHO perynspHoe notpebreHne MSACHbIX MPOAYKTOB, Tak
KaK OHW cogeprKaT reMoBoe »ene3o, 6MOA0CTYMNHOCTb KOTO-
poro [J0oCTaTo4yHO BbicOKa — 25% [93]. Ans 6epeMeHHbIX
B Lle/IOM MOTPeBHOCTb B MMKPOHYTpMeHTax Ha 25% npe-
BblllaeT TaKoBYD HeBGEPEMEHHbIX XEHLIMH TOro e BO3-
pacta, nNpyv 3TOM NUTaHWE AOMKHO OblTb c6anaHCMpoBaHO
MO OCHOBHbIM HYTPMEHTAM U COAepKaTb 4OCTATOYHOE KOMU-
4eCTBO BMTAaMWHOB, KpacHOe MSCO W MSCO MHAENKM [1].
CylwecTBYyIlOT pa3HoobpasHble crneuuann3mpoBaHHble Npo-
LYKTbl, 060ralleHHble B TOM YUC/e XKenes3oM v npegHasHa-
YyeHHble 19 6epeMeHHbIX U KopMmsLmMX maTepen [2]. BaxkHoe
3HayeHne nmetoT cobniogeHne 6epeMeHHON rMrmeHn4ecKo-
ro peXxMma v 0TCyTCTBUE BPEAHbIX NPUBBLIYEK (KYypEeHHUE 1 yrno-
TpebneHne anKkoronst CHUXKatoT YCBOEHME MUKPO3NEMEHTOB
M HapywaloT meTtabonuam TpaHcdheppuHa) [2, 94]. Mepbl
o6LecTBEHHON NPODUNAKTUKN — DOPTUDUKALING Kene30M
Hanbonee pacnpocTpaHeHHbIX MPOAYKTOB (xNieba, MaKa-
POH) — TaK»e CNOCO6CTBYIOT JOTaLLMM KeNle3a 6epeMeHHbIM
n Kopmswmum [2, 7]. BO3 yKkasbiBaeT Ha HeAOCTaTOYHOCTb
TO/IbKO AMETONOrMYECKOM NPobUNaKTUKK Kenesogedbuum-
Ta y 6epeMeHHbIX U peKkomMeHayeT LOoTaLuIo enesocoaep-
Xawux npenapatoB [95], peKkomeHaauuMn no pPyTUHHOMY
Ha3Ha4YeHuto xenesa ofobpeHbl AMEPUKAHCKOW KoNiernemn
aKywepoB-rMHeKkonoros [96]. OgHaKo Apyrve pekomeHga-
LMK He cyMTaloT 060CHOBAHHBIM PYTUHHOE MCMONb30BaHMe
npenapaToB Xefe3a y 340p0BbIX 6EPEMEHHbIX B YCI0BUAX
pPa3BUTbIX (EBPOMENCKKX) CTpaH [5, 97].

KopMmsilias KeHWmMHa, TaK e Kak n 6epeMeHHast, HyX-
faeTcs B JONOMHWUTENbHOM AOTauuMuM MaKpo- U MUKPOHY-
TPMEHTOB; NO3TOMY MNUTAHWE KOPMSLWEN MaTepu AOSKHO



BKJIl0YaTb pa3Hoo6pasHble NPOAYKTbl, B TOM YUC/e NOMHO-
LeHHble BeNlkM — MSCO, pbiBYy, CBEXME OBOLLMU, MOSOYHbIE
npoayKTbl. MoryT 6biTb MCNOMb30BaHbl AOMNOMHUTENbHbIE
NULEBbLIE UCTOYHUKM MUKPOIEMEHTOB, B TOM YUCNE XKene-
3a, — Takue Kak cneunanmanpoBaHHble MONOYHbIE HAaMUTKK
ana Kopmsawmx. K npogyktam, Hanbonee 6oratbiM Kenesom,
OTHOCSITCS KENTOK AiLua, roBsSANHA, NeYeHb roBaXbs, Kpyna
rpeyHeBas, 1610Ku [2].

lpyaHoe BCKapMmnnBaHue mnageHua fBASETCS OAHUM
M3 OCHOBHbIX YCNOBWW €ro 340pOBbS WM MOMHOLEHHOMO
pa3BuTua. Cnegyet, ogHaKo, y4yuTbiBaTb, 4TO, KaKk O6blno
CKa3aHo Bbllwe, pe6eHOK NepBOro NOAYroans X1U3HU npe-
MMYLLECTBEHHO MCMNONb3YET 3anachl }enesa, Nony4yeHHble
aHTeHaTaNbHO; 3TW 3anacbl y AeTeN Ha MUCKAYUTENbHO
rPYAHOM BCKapMm/MBaHWWM MOMNOMHAIOTCSA 3a CYeT Kene-
3a, cofeprKalerocs B rpyaHoMm monoke. KoHueHTpauus
enesa B rpygHOM MOJSIOKe OTHOCUTENbHO HEBbICOKa —
oHa cocTtanseT amwb 0,4-0,5 mr/n; oaHako abcopbuma
HEeremMoBOro )efnesa M3 rpygHoro monoka gocturaet 50%
(B cpaBHeHUKM ¢ Mnwb 10% M3 aganTMPOBaHHbLIX MONOYHbIX
cmecen) [2, 5]. Takas BbicOKas 6MOAOCTYNHOCTb Kene-
3a rpyaHoro MoJfioka o6ycnoBfieHa HanuMynem B 3TOM
MOJIOKE 0CO60ro TpaHCNOPTHOro 6enka — nakTodep-
puUHa, CNOoCOGHOro K aKTMBHOMY CBS3blBaHWIO Kenesa
M TPaAHCMOPTUPOBKE €ro B 3IHTEPOLMUTbl, Ha MeMbpaHe
KOTOPbIX MPUCYTCTBYIOT cneunduyeckme Ana yKasaHHOro
6enka peuentopbl [98]. MNMpu BbIHYXXAEHHOM CMeELWaHHOM
M UCKYCCTBEHHOM BCKapmMauMBaHWW MAageHUEeB WMCNOob-
3yl0T KaK HeoboraleHHble, Tak U 060ralleHHbIe Xene3om
MONOYHblE cMecU. MHOIMOYUCNEHHbIE UCCedoBaHUSA NPo-
WAbIX NIeT noKasanu npeumyuiecTsa oboraweHus cme-
CW KenesoMm: TaK, y AeTew, nofiydyaBlMX OBOraweHHylo
cMecb, oTMmevyancs 6onee BbICOKUWA CpefHWi ypOBEHb
remornobuvHa M MNOYTM B ABa pal3a YBENUYEHHbIR ypo-
BE€Hb CbIBOPOTOYHOIO GeppUTUHA B CPaABHEHUU C AETbMMU
Ha 06bIYHOM CMEeCH; NpMYeM pasninyma B cTaTyce xenesa
y AeTel B CpaBHMBaEMbIX Fpynnax coxpaHanuce o 15 mec
M KOppPennpoBanu ¢ ypoBHEM NCUXOMOTOPHOIO pPasBMUTHS
MnageHues [5, 99].

MocKoNbKY 6MOAOCTYMHOCTD XKefle3a M3 MOSTIOYHbIX CMe-
cen HU3Ka, Mx oboraualoT o 6osiee BbICOKOM KOHLEHTpa-
LMK Kenesa, YemM B TPyaHOM MOJSIOKE, HO ONTUMasbHble
YPOBHMW 3TOro o60ralieHns octalTcs gMCKyTabenbHbIMU —
oT 2 no 12 mr/n [100-102]; npuyem cywecTBEHHbIX pas-
IMYUA B YPOBHAX remornobuHa u depputuHa y MnageH-
LeB, NonyyYaBLUMX CMECK C Pa3HbIM COAEPIKAHMEM XKenesa,
He oTMe4yeHOo [103]. BonbWKWHCTBO aganTMPOBaHHbIX CMECEN,
MCNONb3yeMbIX B €BPONENCKUX CTPaHax, COAEPKUT OT 4 fo
8 MI/n xeneaa, u Takyto KoHueHTpauuto ESPGHAN cuntaet
M 6e30MacHoOn, U 4OCTaTO4HO ADGPEKTUBHOM B MniaHe npo-
dUNaKTUKK xenesoaedULUMUTHbIX cocTosaHM [5]. CxoagHoe
cofep)KaHue xenesa MMeeTcs B CMeCsX, MCMONb3YyeMblX
B Hallen cTpaHe [104].

KaKk 6bl710 yKa3aHo Bbllle, AEeTU, poAMBLUMECH Hedo-
HOLEHHBIMW UK C Manon Maccon, UMeT NPU POXKAEHUM
60onee HU3KMEe 3anachl }Kenesa B opraHnu3me npu 6onee
ObICTPON OTHOCUTENbHOM CKOPOCTM poCTa, MO3TOMY MX
noTpe6bHOCTM B AOTauMK Kenesa Bblle, Yem Yy 340pO-
BbIX [JeTel, U aTa AgoTauusa HeobxoauMMa LO LOCTUXKEHMS
pebeHKOM 6-mecsA4yHOro Bo3pacta [5], noaTomy B cneay-
lowem pasgene o63opa Mbl pacCMOTPUM BOMPOCHI NpPU-
MeEHeHWs npenapaToB *Kenesa y aTux nauneHTos. OgHako
HEe MeHee Ba)HO W COofep)aHue Kenesza B MUTAHWUU
HEeJOHOLWEHHOr0 — TakK, cornacHo GaKToOpHbIM pacyeTam,
pebeHKy ¢ Maccon Tena npu poxaeHun 2000 r TpebyeTcs
He meHee 1 MI/Kr B AeHb MULLEBOrO Xenes3a B Bo3pacTe
ot 1,5 no 6 mec [5]. BoNbWHUHCTBO cneymMann3npoBaHHbIX

cMecen, npefHasHayeHHbIX ANS HELOHOWEHHbIX AeTew,
coaepraT »eneso B KonuyectBe oT 0,78 go 1,66 wmr
B 100 mn npoayKta [2]. B oTHOWEHUU rNy6OKOHENOHO-
WEeHHbIX MNafeHLEB, HaXOAAWMXCA Ha UCKIOYNUTENBHOM
WKW 4aCTUYHOM TPYAHOM BCKapMMBaHWKU, GONbLWKMHCTBO
pekomMeHauun npegycMmatpuBaeT Mcnonb3oBaHue 6en-
KOBO-MUHepanbHbix GOPTUOMKATOPOB FPYAHOrO MONO-
Ka, MOCKOMbKY nocnegHee He o6ecnevynBaeT MOMHOCTbIO
noTpebHOCTEN KpanHe He3pesiblX HEAOHOLWEHHbIX AeTen
B niacTM4yecKkux cybctpatax. Cnegyet yuuTbiBaTh, YTO €CTh
dopTndMKaTOpPbl, HE COAEPIKALLME KeNe3a U coaepKalyme
ero [104].

BBEAEHME MPUKOPMA — BAXKHbIW 3TAN
MPO®UNAKTUKU IJIEMEHTAE®ULIUTHLIX
COCTOSIHUM

MocKonbKy 3anachbl enesa MucTowatTca K BO3pacTy
pebeHKka 4—6 Mec (y HeJOHOLIEHHbIX paHblle), NMPUHLMMN-
anbHoe 3HayeHue npuobpeTaeT AMEToNOrMYecKas Koppek-
LMS KenesofedrUnNTHbIX COCTOSTHUIM, HaYMHas ¢ 3TOro BO3-
pacTHoro aTtana [5, 104]. K npoayktam, o6ecnevyvmBaioLmm
4OTauMIo Kenesa B 9TOM BO3pacTe, Mpexae BCero OTHO-
caTcs 6nga npuKopMa — MsCO, 060ralleHHble Kene3om
3/1aKOBbl€ U OBOLLHbIE 6t0aa.

Ans peten, HaxoA4AWMXCA Ha CMeLWaHHOM MM UCKYC-
CTBEHHOM BCKapM/IMBaHUK, NOBbILAETCH 3HaYUMOCTb 060-
ralleHus »enesom aganTMpoBaHHbIXx cmecen [5, 104].
B nccnepoBaHusx, BbINMOHEHHbIX B 1990-e rr., BHavane
Oblna NnokaszaHa 3dpOEKTUBHOCTb 3TUX CMECEN B KavyecTBe
anetonormnyeckon npodunaktnkun J144 v XOA. Tak, B paH-
LOMW3UPOBAHHOM MCCNeAOBaHUN NMPU CPaBHEHUWN LeTew,
nonyyYyaBwux ¢ 9 Ao 18 Mec KOpOBbe MOAOKO WM 060-
ralleHHyl Xene3oM CMecb, N0 OKOH4YaHWWM MUcclefoBa-
HWS yCcTaHOB/EHa JOCTOBEpHas pasHuua B ob6ecnevyeHuun
eTew Kenesom B Nofb3y MaageHueB, NoayyYaBLUMX CMeCh.
OpHaKo pasnuyunii B GU3M4YECKOM M MCUXOMOTOPHOM pas-
BUTUM MNajeHuUeB He oTmeyeHo [105]. B npocnekTus-
HOM MCCnefoBaHWWM MNAAEHLUEB, MONyYaBlWKUX K BO3pacTy
6 MeC KOpOBbe MOJIOKO, AeTU Oblan paHLOMU3WPOBaHbLI
Ha ABe rpynnbl, 0gHa M3 KOTOpbIX 4O 18 mMec BCKapMiu-
Banacb 060ralueHHON }ene3om CMechblo, Apyras Npoaos-
una nonyyatb HEMOAMDULMPOBAHHOE KOPOBbE MOJIOKO;
¢ 18 no 24 mec getv obGeux rpynn nosyvyanan KOPOBbe
Mofioko [106]. Mo aaHHbIM 3TOro MccleaoBaHKs, B BO3-
pacTte 12 mec 4actota XA B nepBon rpynne cocrtaBuna
3%, Bo BTOpon — 31%; B 18 Mec — COOTBETCTBEHHO
2 n 33%; B 24 mec B nNepBoN rpynne aHeMuun y aeten
He 6bln0, BO BTOpon YyacTtoTta KA coctaBuna 26% [106].
MoMMMO [OCTOBEPHOro aHTuaHemuyeckoro addekTa,
B 9TOM WCCNefOBaHUM OTMeYeHbl 60onee onTuMalbHble
nokasarenn GU3n4YecKoro pa3BuUTUS Y geTen, nosyyvaBLumx
oboraleHHylo cMecb. Kpome aHTMaHemuyeckoro addek-
Ta, 6blla BbiiBeHa [JOCTOBepHas CBA3b BCKapmauBa-
HWS 06OraleHHON }ene3omM cMecblo ¢ 60/iee BbICOKUM
YPOBHEM MNCUXOMOTOPHOIO Pal3BUTUS AeTen: B ABOMHOM
CNenoM paHAOMU3NPOBAHHOM MCCNeA0BaHMK GbII0 cpaBs-
HEHO BAIMSIHWME MUTaAHUSA Ha AWHAMWKY OLEHOK pasBuTUS
neten no wkane puddutca [107]. deTn BKAOYaAIUCH
B uUccnepoBaHve B Bo3pacte 5,7-8,6 Mec C WMCXOAHO
OAMHAKOBbLIMW YAOBNETBOPUTENBHLIMU NOKa3aTeNamMu pas-
BUTUS; 3aTEM BO3PACTHblE€ OLEHKWU CHUXKaNUCb — OAHaAKO
B rpynne mMnageHueB, nonyyaBlwnx HemoagnbuunMpoBaHHoe
MONOKO, 3TO CHWXXeHWe O6blI0 JOCTOBEPHO 60nbWKMM (Ha
14,7 6anna B cpegHeM), 4HeM B rpynne geteun, nojayvyaBLlumnx
cMecb (Ha 9,3 6anna B cpeaHeMm). 3TO CBUAETENbCTBYET
0 KoMmneHcaTopHOM 3ddeKTe oboraleHHOro npogykrta
NPU CHUXKEHUU TEMMNOB HEPBHO-MCUXMYECKOTO Pa3BUTUSA
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[107]. B apyrux uccnenoBaHuax, B KOTOPbIX OLEHMBANOCh
BNMSIHUE BCKapM/iMBaHMA 06OralleHHOW Kene30M CMecH
B 3aBMCUMMOCTM OT UCXOAHOIO YPOBHS Kenel3a y pebeHka,
6bl/10 MOKa3aHo, YTO NpU 60/1ee BbICOKMX UCXOAHbLIX YPOB-
HAX remorno6uHa (6onee 105 r/n) BCKapManBaHue 6oratom
YKEeNe30M CMECbIO MOXET, HanpoTMB, ObiTb aCCOLMMPOBAHO
CO CHUXEHWEM YPOBHSA KOTHUTUBHOIO pa3B1THUS B BO3pacTe
10 net [108, 109]. ESPGHAN pacueHUBaET 3TM cBeAeHuUN
KaK TPEeBOXHble, YTO ABNsSeTcqd 060CHOBaHWEM ANA Lalb-
HENWero M3yyYyeHUs KONMYECTBEHHbIX M KavyeCTBEHHbIX
napameTpoB f06aBOK enesa B nocnegyloune cmecm —
B HacToslee BPeMS ero KOHUEHTpauns B aTUX NpogyKTax
cocTaBnaeT B cpeaHem 12 mr/n [5]. 9kcneptamu ESPGHAN
cfienaH BblBOA, YTO JaHHble MHTEPBEHLMOHHbLIX UCCNeaoBa-
HWI, NOCBALLEHHbIX BANSHUIO JOOABOK enesa B nocneay-
lowme cMecu, NoKasbliBalOT NPOTMBOPEYMBLIE pe3ynbTaThl
B OTHOLUEHMM BIUSHMA Ha KOTHUTMBHOE pa3BuTue [5, 110].

XoTs B HacTosilee BpeMs LefibHOEe KOPOBbE MOJIOKO
4N NpurotoBneHusa 61104 NPUKOpPMa MCMNonb3yeTcs pes-
KO, BCE €& 3acnyxuBaeT OTAENbHOr0 BHWMaHWa BOMPOC
Lenecoobpa3HoOCTU MCNOMb30BaHWA HATUBHOMO KOPOBbe-
ro MO/OKa BO BTOPOW MOJIOBMHE MEPBOrO roja MW3HMU.
C nosvumn NpodunakTnkun xenesogeduunta Ucnonb3osa-
HMe HeMoaMbULMPOBAHHOIO KOPOBLEro MOJIOKa cheayet
UCKNIOUYUTb [0 AOCTUMKEHUSA pebeHKoM 12 mec — 3TO CBS-
3aHO C PUCKOM Pa3BUTUS anfieprum Ha 6efloK KOpPOBbero
MOJIOKa, KOTOpas COMpOBOXAAeTcs MWKpoAnaneae3HbIMU
KpoBoTeyeHusmu [5, 104, 110].

OCHOBHbIMW XenesocoeprKalwumu NpoayKTamMu npu-
KopMa ABASOTCA MACHOe Mniope u oboraueHHble 6nt0aa
M3 3/1aKOB (KallM), a TaKxKe MUCNonb3yeMoe B HEKOTOPbIX
cTpaHax o6oralleHHoe )Xene3om MonoKo. Mcnonb3oBaHue
TaKMX Kall U MOJIOKa y AeTen B Bo3pacTe 6-23 mec 3Ha-
YUTENbHO CHUXKAET PUCK Pa3BUTUA aHEMUU — MNpaKTU4e-
CKM Ha 50% [111]. MNMpuyem O4YeHb Ba)kKHa CBOEBPEMEH-
HOCTb BBEAEHUS XKene3ocoaepKallero npukopma — Tak,
y OeTel Ha WCKAYUTENbHO TPyaAHOM BCKapMAMBaHWM,
€Cin OH BBOAMACS B Bo3pacTe OoT 4 O 6 Mec, XOTs ypo-
BEHb remMornobuHa He oTaMyancsa oT AeTen, elle He nony-
YaBLWKWX NPUKOPM, ypoBEHb GeppUTUHA Obl CYLLECTBEHHO
Bbllwe [112]. O Ba)KHOCTM CBOEBPEMEHHOr0 BBEAEHMUSA
npuKopma, B TOM YuC/e COAeprKallero xeneso, 3asasuna
depepauma MexagyHapoaHoro obuecTsa AeTCKOM racTpo-
3HTEponoruun, renartonormn u nutanua (FISPGHAN) —
TaK, BBeJeHne 60oraTblx }Xene3oM NpPoAYKTOB KMUBOTHOIO
npoucxoxaeHusa (msaco, poiba, anua) nnwb B 30 cTpaHax
peKomMeHA0BaHo ¢ 6-Mecs4YHOro Bo3pacTa, a B 13 cTpaHax
3TO PEKOMEHAYIOT AenaTb No3aHee, HorAa B 9-MeCcsayHOM
Bo3pacTe [113].

Heneso B 6n0gax NpuMKopma HaxoguTcs B ABYX ¢dop-
Max — remMoBOM (MCTOYHUKM — MPOAYKTbI }KUBOTHOIO MpPO-
UCXOXKAEHWUS) U HEreMOBOW (NPOAYKTbI PACTUTENbHOMO NPO-
UCXOXKAEHUS M MOJIOKO), MpUYemM C MPUKOPMOM pebeHKY
BTOPOr0 NOMYroAus XXU3HU MOXKET 6blTb BBegeHo 10-12 mr
(1 6onblUe) Xenesa B CYTKM, HO TONIbKO AecsiTast 4acTb 3TOro
KONMYyecTBa ycBanBaeTcs; Npy 3ToOM 6MOAOCTYNHOCTb FrEMO-
BOro ene3a 6onee BbiICOKa, OHa cocTaBnset 25-30% [7],
1 6esIoK Msica ycunmuBaeT abcopbumio xenesa.

MpenmMywecTBa UCNONb30BaHNUS ANEThI C JOCTATOYHbIM
coaepraHuem msica — 27 r — B Bo3pacTe oT 8 go 10 mec
npoAeMOHCTPUPOBANO uWCCNefoBaHWe, MoKa3aBllee
60/iee BbICOKMI YPOBEHb reMorfobuHa y aTux maageHues
B CpaBHEHWM C TEMU, KOTOpble nony4vanu nuwe 10 r msca
B AeHb [114].

Msico ABNnSEeTCS BarKHbIM MCTOYHUKOM enesda U LIMHKa,
a TaK)Xe apaxufoHOBOM KMCNOTbl, HEO6Xx0AMMON Ans pas-
BUTUS HEPBHOWM CUCTEMbI. B NOHIUTYAMHANBHOM KOFOPTHOM

nccnefoBaHuMn perucTpupoBanoch NoTpebneHne msaca Letb-
MU B Bo3pacTax 4, 8, 12, 16, 20 1 24 mec; B 22 MecC OLeHU-
BafloCb MCUXOMOTOPHOE Pa3BuUTUE feTel. Bbinn ycTaHOBAEHDI
NONOXMUTENbHbIE KOPPEenauun Mexay notpebneHnem msca
netbMu B 4-12 mec n 4—16 Mec 1 ypoBHEM NCUXOMOTOPHO-
ro passutusa no wKane Bayley Il B Bo3pacte 22 mec [115].
K BellecTBam, BAMSIOLMM Ha pasBUTME MO3ra M COAEpKa-
WMMCS B roBsMHE, OTHOCUTCS, MOMMMO Kefe3a M LIMHKA,
XONMH. B cpaBHUTENBHOM PETPOCMNEKTUBHOM WMCCNEA0BaHUM
6onee 3HauuTenbHoe ynoTpebneHme ropsanHbl MnageHuamm
B 6—12 mec 6bl710 CBA3AHO C yNyylWeHMeM BHUMaHUS y AeTeN
B 3-5 net [116]. OoHako B ApYroM paHAOMW3MPOBAHHOM
uccnegoBaHuK, OLLEHMBAIOWEM YPOBHM MCUXOMOTOPHOMO
pa3BUTUS Y rOAOBasbIX AETEN B 3aBUCMMOCTM OT BBELEHMS
UM Ha GOoHe rpyaHOro BCKapMInBaHus B 5—7 Mec roBsixbero
nope unuM oboraweHHbIX Xene3oM 3/1aK0B, CyLeCTBEHHON
pasHuLbl B CpaBHMBAEMbIX rpynnax He BbiaBaeHo [117].
B 10 ke Bpemsi HeKOTOpbIe OTAENbHbIE NCCNEA0BaHUS, cpaB-
HMBalOLWMEe YPOBHKU NOTPebNeHns xenesa B rpynnax aetew,
nony4yaBLUMX OOOralleHHbIN Xene3oM 3epHOBOW MPUKOPM
WK FrOBSIXKbeE MNtope, oTaaBanu npeanoyTeHne nepsomy [117].
Mpegnonaraetcs, 4TO B HEKOTOPbIX Cllyyasx AOCTaToyHas
[LOTaLms enesa B MACHOM MPUKOPME MOXKET ObiTb HUBENH-
poBaHa noTpebieHnemM KopoBbero MonoKa [118]. B uenom,
no MHEHUIO aBTOPOB OOMbLUIMHCTBA Ny6AMKauuW, ycBoe-
HWe XKene3a M3 MsACHbIX 6/1t04 NPUKOPMa B HECKONbKO pas
Bbllle, YeM M3 06OoralleHHbIX 3M1aKoBbIX 6/t04, Y4TO M onpe-
gensiet o693aTelbHOE BK/OYEHME MSCHOIO Miope B NUTaHue
MAafeHLUEeB BTOPOro MOMYrOAMS KU3HU B PEKOMeHAaumsax
6onblMHCTBA cTpaH [104, 119]. KoxpeiHoBCKWIA aHanu3 13
cucTemMaTMYECKMX 0630P0B, MOCBALWEHHbIX AeTAM OT 6 go 23
Mec, NPOAEMOHCTPMPOBaAN, YTO U Jo6aBKKM Kenesa, u 060-
ralieHve MOooKa v 31aK0B XKeNe30M, a TaKKe MYbTUKOMMO-
HEHTHblE MUKPO3NIEMEHTHbIE JO6aBKKM, 060ralLeHne npuKop-
Ma B AOMAaLUHMX YCNOBUSAX CMOCOBGCTBYIOT CHUXKEHUIO pUCKa
pa3sutug MOA, B TO BpeMSA KaK B OTHOLWEHWW MUTaHUSA
Ha OCHOBE roBSiAMHbI (KpacHOe MSICO) U oboraleH1s Kopo-
BbEro MoJioKa TaKoro BAUSAHMA He ycTaHoBeHo [120].

BbrogocTynHoCTb Xenesa B 3/1aKOBbIX MPOAYKTaX Mpw-
KOpMa NOoBbIWAETCH, ecnv 3M1akn oyuuwatotea oT GuTaTos,
HO B CTpaHax C HU3KUM YPOBHEM [OXOAOB HaceneHus
pauMoH AeTer 4acTo COAEPKMT duTathl U APYrue WHrm-
6uTOpbl 6MOAOCTYNHOCTK enelda [35]. Llenecoo6pasHbl
paspaboTKa NPOAYKTOB MNpMKopMa ¢ oborauieHuem 6umo-
[IOCTYMHbIM Xene3oMm [121, 122], a TaKXe Npoao/IKeHue
Hay4HbIX MCCNefoBaHUM NO ONTUMMU3ALMU COYETaHUSA KOM-
NMOHEHTOB MUTaHUA (acCKOpOWHOBAs KMCNOTa, OpraHu4e-
CKMEe KMUCNoTbl, 6eNoK, ranaktoonuMrocaxapuibl U apyrue
nULEeBble BOMOKHA), YTO MOXET NOBbICUTb BUOAOCTYNHOCTb
Kenesa npy 04JHOBPEMEHHOM CHUXEHUM KOHLEHTPaLMK ero
B NPOAYyKTax uau B 6uogob6asKax [35].

MHanBnayanusdaumsa sBbi6opa npeobnagatoLero no Koam-
4eCTBY enesa npuKkopma ans pebeHka BTOPoro nosyroans
MU3HKU npefycMmaTpuBaeT YYeT xapaKTepa ero OCHOBHOMO
BCKapmaunBaHus. TaK, A4eTU C NPOAOCIKAWMMCH TPYAHbIM
BCKapM/InBaHMEM WMEIOT HepocTaToyHoe obecneyeHune
Kene3oM Npu goctaTtke 6eKa 1 KanbLus, MO3TOMY UM BaXK-
HO BBefeHWe GoraTtbix XKene3om MNPoAyKTOB NpUKopMa —
oboralleHHbIX Kall, MACHOro niope; Ana geten, BCKapMau-
BaeMblX 060ralleHHbIMX MOOYHBIMK CMECSIMU, BBeAeHUe
oboralleHHbIX Kall Heo6asaTtenbHo [123].

HyTpUTMBHas LLEHHOCTb MSICHOrO MPUKOpMa onpeaenseT-
CSl HE TONbKO COAEPKAHMEM MUKPOINEMEHTOB, HO U COAEp-
aHnem B Hem 6enka, 4To obecneyuMBaeT noTeHuuan
nnacTUYECKMX MPOLLECCOB Y MNajeHua. TaK, B CpaBHUTENb-
HOM paHLOMW3WPOBAHHOM MUCCNELOBaHWUMK, BK/OYaBLIEM
88 feTert Ha WCKAOYMTENbHO TPYAHOM BCKapMIMBaHWM,



OLleHMBaNM aHTPOMNOMETPUYECKME NapaMeTpbl B 3aBUCHMO-
CTW OT BBeAeHWs aeTam B 5—7 Mec 60 roBsxbero nope,
nMbo ob6oralleHHbIX Xene3oM 3epHOBbIX X10MbeB. XoTd
pesynbTaTbl OLEeHKM YPOBHSA deppuUTUHa B Naa3Me B rpynnax
He pasfnuyanucb, y AeTen, NosyyaBLUMX MSCO, OTMEYEeHbl
60/ee 3Ha4YMMble NoKasaTenn NPUMPOCTa OKPYKHOCTHU roMo-
Bbl K 12 mec, 4yeMm y aeTein, nony4yaBLIMX NEPBbIM 3ePHOBOM
npukopm [117]. 3TM OaHHbIE acCoOUMUPYIOT C pe3ynbrata-
MU KIaCTepPU30BaHHOIO KOHTPOAMPYEMOrO MCCAeLOBaHUS,
B NpoLecce KOTOPOoro MnageHubl B 6 Mec eXxeaHeBHO nony-
yanu B KayecTBe NpuMKopma nbo msco (1-9 rpynna), 1méo
oboralleHHble 3naKku (2-a rpynna). Yepea 12 mec y aeten
1-1 rpynnbl 6611 3aperucTpMpoBaH 60/bLLIWK IMHEWHDBIN POCT
N MeHblLLKWE Z-OLUEeHKU ANnHbl [124].

CornacHoO peKomeHaauusM OTe4YeCTBEHHbIX Aue-
TONOrOB, pPEeKoMeHAayeTcs HavyuHaTb BBedeHue wMmsca
MflageHuy C MOHOKOMMOHEHTHbIX MSACHbIX ntope [104].
B cocTtaBe 3TuXx MpPOAYKTOB — TONbKO OAMH BWA Msca.
lMpy NOBbLIWEHHOM PUCKE aniepruyeckunx 3aboneBaHun
MOXHO BblGpaTb HWU3KoannepreHHoe Msco. Komnanus
AO «[TPOIrPECC» nop 6peHaom «PpyToHsAHA» BbiNycKaeT
KaK MOHOKOMMOHEHTHble AeTCKWe niope, B TOM 4ucne
n obnagaimoline HU3KOM UMMYHHOTEHHOCTbIO — M3 Mfca
KPONinKa, U3 mMsaca UHAENKK, a TaKKe LUMPOKMI accopTu-
MEHT APYrMX MOHOKOMMOHEHTHbIX U MOAUKOMMOHEHTHbIX
MSCHbIX U MSICO-pPacTUTENbHbIX JETCKMUX Mtope, B TOM Yucne,
[OMNOSIHUTENbHO 060ralleHHbIX Xene3oM. MicxoHoe cbipbe
M rOoTOBble MPOAYKTbl TULAaTENbHO MNPOBEPEHbl Ha COOT-
BeTCTBME CTaHAapTam KadecTBa. HagexHblh caHUTapHbIn
KOHTPONIb WUCK/OYaeT 3arpsi3HEeHWEe KOHCEPBOB MUKPO-
opraHuamamu. MOHOKOMMOHETHbIE MOpe — FOMOreHHOM
KOHCUCTEHLMK BbiNyCKaeTcs B CTEKNASAHHbIX 6aHo4YKax,
KoTopble YAOOGHbI, 3KOMOMMYHbl U HE BbIAENSAT HUKaKUX
onacHbix BewecTB. OHM cofep)aT TONbKO MSCO, BOAY
M HEMHOro pUCOBOM MYyKMW, 6e3 pobaBfieHUs Kpaxmana
n conn. Msico-pactuTenbHble Mnope UMeT niopeobpas-
HYIO KOHCMCTEHLMIO U COAEepKaT KyCOYKM, No3Boastowme
noagepxaTb pa3BUTUE KeBaTelbHblX HaBblKOB. MSCHOM
N MSICO-PaACTUTENbHbIN MpUKOpM «PpyTOHAHA» — pen-
CTBEHHas NpodunakTnKa enes3ofePuuUnTHbIX COCTOSAHUN
y AeTen paHHero Bo3pacrta.

HEKOTOPbLIE JUCKYCCUOHHBLIE BOMNPOCHI

®APMAKOJIOTMYECKON NMPODUNIAKTUKHU

U KOPPEKLIUU NATEHTHBIX XXENE30OAE®ULIUTOB.

PUCK HEXENATE/IbHBIX PEAKLIMA HA

KENE3OCOAEPXKAILUME NMPENAPATDI

PaccmoTpeHrMe BOMpPOCOB, CBA3a@HHbIX C OCOGEHHO-
CTAMM MPUMEHEHUS KefesocodepKalmx npenapaToB
npu yxe passuswencsa /A, He BXOAUT B 3afa4u HacTosiLLe-
ro o63opa. Tem He MeHee, Mbl PELLIW/IM KPAaTKO OCTAHOBUTbLCS
Ha Lenecoo6pa3HOCTM MCMNOSb30BaHMA 3TUX MNpenapaToB
B KayecTBe Mepbl NPOPUIAKTUKM U KOPPEKLMU NAaTEHTHbIX
enesoneduruUnToB — 3TO BaXKHO M KaK NpodunakTuKa pas-
BUTUS Kene3oaedbuumMTHON aHEMUK.

besycnoBHoe egnHOOGpa3ne peKoMeHAauun B 3TOM
njaHe xapaKTepPHO B OTHOLIEHWUW IETEN, OTHOCALLMXCH K rpyn-
nam pucKa, nNpexje BCero HeAoHOLEHHbIX. TaK, corfacHo
OTEYECTBEHHbIM KJIMHUYECKMM PEKOMEHAAUMAM, a TaKKe
pekomeHaaunsam AAI, Bce HeJOHOLWEHHbIE ETU, HAXOAALLM-
€Csl Ha rpyaAHOM BCKapM/IMBaHWW, I0MXKHbI ¢ Bo3pacTa 1 mec
nosny4yaTtb npenapaTbl }Kenesa u3 pacyeta 2 MI/Kr/cyt —
[0 nepexofia Ha o6oralleHHble CMEeCH MU A0 BBEAEHUS NpU-
Kopma [89, 100]. B 10 e Bpems pekomeHaaumm ESPGHAN
[B] avdPpepeHumpytoT NpodunakTUYeCKne JO3UPOBKU XKene-
3a B 3aBMCMMOCTHM OT MAcCChl Tenla Npu PoXAeHWK: ecnm oHa
coctaBnsieT oT 2000 go 2500 r, pekomeHayeTcs ¢ 2 Hef

[10 6 Mec faBaTb }Kenes30 B CYyTO4HOM fo3e 1-2 Mr/Kr, ecnu
MeHee 2000 r — oT 2 go 3 Mr/Kr. B oTHoweHUn peten,
POAMBLUMXCA AOHOWEHHBIMW U 340POBbLIMU, NPOodUNaKTHUYe-
CKMW npuem npenapaToB eneza ESPGHAN He pekomeH-
ayert [5], B TO BpeMs KaK 0Te4YeCTBEHHblE U aMePUKaHCKKUe
peKkoMeHJauun npegycMatpuBaloT ANd 9TUX MNafeHLEB,
€CNIM OHWU HaxoAsATCa Ha rPyAHOM BCKapMAMBaAHUKU, HauynHas
¢ 4 mec 1 [0 BBeAeHMA NPUKOPMa Npuem npenapara xene-
3a — 1 mr/kr/cyT [89, 100].

OCTpOXKHOE OTHOLWEHWE K npenapaTtam Kenesa BMOA-
He onpaBAaHHO: Aaxe y geTew, KOTOPbIM UX NPUMEHEHUEe
noKasaHo, OHW MOrY Bbi3blBaTb HeraTuMBHble MOGOYHbIE
adpPeKTbl (CpbirMBaHus, HapyweHue cTyna). Tak, oTMeyeHo,
YTO Yy HEAOHOLWEHHbIX JETEN C O4EHb HU3KOW M IKCTPEeMasb-
HO HM3KOM MaccoMn Tena MU3NUWHE paHHee — A0 BTOPOro
MecsiLa XXM3HU — Ha3HavyeHue npenapaToB Xefle3a MoXeT
YCUNIUTb OKCUAATUBHbLIA CTPECC, YTO YTAXKenseT TeyeHue
pas3nuyHbIXx 3ab6oneBaHui [125]. Poantenn moryT cnyyam-
HO NMpeBbICUTb 403y Mpenapara (B Kannasx), 4To CNoCo6HO
Bbl3BaTb AUCMNENTUYECKUE ABNEHNUSA [7]. PUCK «neperpy3kun»
enesom mHorga obycnoBieH HacneacTBEHHOM npeapac-
NONOXEHHOCTbLIO, B 4YaCTHOCTHU NpU reMoxpomaTose [126],
HO y AeTew 1 6e3 HacNeACTBEHHOM NPeapacnofioKEHHOCTH
HE WCKNOYEHbl CBSI3WM HaKOM/JIEHUS Xenel3a B OpraHu3me
C HapyLWeHUAMM POCTa U NOBbIWEHHBIM PUCKOM UHDEKLUW,
B YaCTHOCTM Mansipuu B COOTBETCTBYIOWMX perMoHax nna-
HeTbl [127].

B cTpaHax ¢ HeJOoCTaTO4YHbIM YPOBHEM JOXO4OB Hace-
NIEHNSA U OrPaHUYEHHbIMW BO3MOXKHOCTSIMKU 34paBooxpaHe-
HWS Hanbonee CNOXHO onpeAennTb NoKa3aHusa K JoTauuu
npenapaToB Kenesa, TaKk KaK y AeTen ¢ JOCTaTo4HbIMMU
3anacamu enesa ero [AOMONHUTENbHbIM NPUEM MOXKEeT
OblTb CBAA3aH C HAPYLWEHUIMU POCTa U CHUKEHUEM YPOBHS
NPOTUBOUHMEKLMOHHOM 3awunTbl [35]. Nogob6paTb MHANBK-
AyanbHyl0 03y )Kene3ocoAeprKallero npenaparta 3aTpya-
HUTENbHO, MOCKONbKY HEOOXOAUMO Y4YUTbIBATb PErMOHaNb-
Hble daKTopbl pucka [128]. AneTonornyeckas KoppeKkuusa
4edULMTHOIrO COCTOSAHUA NyTeM obecnedyeHns NpPoayKToB
C BbICOKOM GMOAOCTYMHOCTbIO esne3a npeacTaBnsercs
6onee 6e30MacHON, HO B CTpaHax ¢ HeOCTaTO4YHO pPa3BMU-
TOW 3KOHOMMWKOWM 3TO He BCceraa BO3MOXHO [35].

Taknm o6pasom, NnpuopuTeT B 6€30NacHON NpodUnaKkTm-
Ke NnaTeHTHOro Xenesopeduumnta cnegyet npu3HaTh 3a ave-
TONOMMYECKUMU CTpaTErMAMH.

3AK/TIOYEHUE

PaunoHanbHaa u 6esonacHas NpoduiakTuKa naTeHT-
Horo geduumMTa enesa B NO60M BO3pacTe — 3TO npe-
/e BCero ajexkBartHoe, c6asaHCMpoBaHHOE M COOTBET-
cTBylollee O0CO6EHHOCTIM OHTOTreHEeTMYecKoro artana
XU3HWU NuTaHue. NPeKoHUEeNnLMoHHOE (MperpaBuaapHoe)
3/10P0OBbe MEHLIMHbI M GU3N0NOrMYecKoe TedeHne 6epe-
MEHHOCTM 06ecrneynBaloT aleKBaTHOCTb CTapPTOBbLIX 3ana-
COB )eJjle3a y BHYTPUYTPOGHOro pe6eHKa, nocnegyoliee
adPEKTUBHOE rPyAHOE BCKaApMMBAHUE ABNAETCH Ba-
HbIM yCNnoBMEM MNPODUNAKTUKKU AedULMTaPHbLIX COCTONA-
HWI. HaunMHaa co BTOPOro Moayrofus U3HU pellaolyio
ponb B MNpodUNaKTUKe NaTeHTHOro gedbuuuTa Kenesa
Urpaet BBeJeHWE 3/1aK0BOIo U MACHOMO NpuMKopma. Cpeau
MSICHOTO MNPUKOPMa COBPEMEHHOMO NMPOMbILLIEHHOr0 Mpo-
M3BO/CTBA WMPOKKUIA BLIGOP MACHLIX Miope npeacTasnser
AO «[MPOTPECC».

UCTOYHUK ®UHAHCUPOBAHHUA
OTCcyTCTBYET.
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BBE[EHUE

AHaNM3 MHOTOYUCNIEHHbIX OTEYECTBEHHbIX U 3apybe-
HblX Ny6AMKaLWiA CBUMAETENLCTBYET O TOM, YTO, HECMOTPS
Ha OTYeTNMBble TEHAEHLMM K COKpalleHWo pacnpocTpa-
HEHHOCTM KMCNOTO3aBUCUMBbIX COCTOSIHWUMA KENyAOYHO-
KuweyHoro tpakta (KKT) B neguMatpu4yeckon npakTuke,
3Ta npob6nemMa NpoAoMKaeT ocTaBaTbCs OAHOM U3 Hawu-
6onee pacnpocTpaHeHHbIX BO BCEM MWpe, MpeacTaBnas
AWarHoCTUYECKME W TepaneBTUYECKME Yrpo3bl ANS Kau-
HULMUCTOB, a TaKXe couuanbHble Bbl30Bbl COBPEMEHHOMY
obuectBy [1-4]. MaHgemua COVID-19 BHecna cBou Kop-
PEKTUBLI B yBENMYEHUE 3a601€BaEMOCTHU rMnepaLmuaHbIMu
COCTOSIHUSIMU — KaK NepBUYHbIMM, TaK U B BUAE 060CTpe-
HUK [5, 6]. Y aeten npMopuTeTom Bbibopa cpeau npenapa-
TOB, BAMSIOLLMX HA CEKPETOPHYIO PYHKLIMIO XKenyaKa, aBns-
IOTCS UHTMOUTOPBI NPOTOHHOM noMnbl (UMM). KnuHuyeckue
HabMloAeHNs NocnegHUX neT NoKasblBaloT 3HaYUTENbHOEe
yBe/In4eHne 4yactoTbl HadHavyeHun WM Kak Haubonee
3bPEKTUBHbBIX M 6€30MaCHbIX aHTUCEKPETOPHbIX Npenapa-
TOB B neguatpuyeckon npaktuke [7-9]. UMM Ha3HavaloT
NpPU N€4EeHUU KUCNOTO3aBUCUMbIX 3abofieBaHWM, TaKMx
KaK ractpoasodareanbHasa pedniokcHasa 6one3Hb (FAPB),

BK/lOYas nuuweBop bappeTtTta, fA3BeHHas 60/1e3Hb Xenya-
Ka M ABeHaAuaTUNEpPCTHOM KWULIKW, 3PO3MBHbIE racTpUThl,
[lyOoAeHUTbl, B TOM YMC/e accoumnnpoBaHHble ¢ Helycobacter
pylori, KOTopble MOTyT MPUBOANTb K FACTPOUHTECTUHANbHbLIM
OC/IOXHEHMSM, B TOM YMCJI€ OMACHbLIM ANS KM3HU, CONPOBO-
XOAOWMMCS BbICOKUM PUCKOM MHBaNMAM3aLMK M Hapylle-
HMEM KayeCTBa XM3HU 60/bHbIX [10-14].

MMM 3apekoMeHaoBanu ceds KaKk KIMHUYECKU adhdeK-
TUBHblE, HaleXHble U OTHOCUTENIbHO 6e30onacHble npe-
napatbl, o6nagatwowue cneunduUyecknm HeobpaTUMbIM
ONOKMPYIOWMM  [EeNCTBMEM Ha BOLOPOAHO-KanIneBYylo
ageHo3nHTpudocdatazHyto GepmMeHTaTUBHYIO cucTe-
My (H+/K+-ATdagy), M3BECTHYl0 KaK MNpoTOHHasa nomna,
WY MPOTOHOBLIK Hacoc. ITO KOHeYyHas CTajus CeKpeuuu
EeNyI04YHOW KUCNOTbl, B KOTOPOW MOHbI HY cekpeTupytoTcs
B MPOCBET XenyfKa, 4To enaeT NPOTOHHY CUCTEMY uae-
aNbHOW MULLIEHbIO ANS MIHTMBMPOBaHWS cekpeLuun [15, 16].

Llenb pa6oTbl

Llenb gaHHoM paboTbl — pe3ioMUpoBaTb UMetowMecs
pe3ynbTaTbl 3apy6eXHbIX U OTEYECTBEHHbIX UCCNEeN0BaHUN,
NOCBSALWEHHbIX M3YYEHUIO BONPOCOB KlaccudpuKaumm, dap-
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MaKOKMHETUKK, dapMaKogMHaMUKKN, dapMaKOreHeTUKH,
3pPeKTUBHOCTM N Be3onacHocTn Ha3HavyeHus UMM B neau-
aTpUYEeCKoM NpaKTUKe.

METOAbI UCC/IEAOBAHUA

Ona o63opa UCMONb30BaNN CBELEHUA Hay4YHOW SiuTe-
paTypbl U3 OTKPbITbIX U AOCTYMHbIX MCTOYHUKOB 3a Nepuos,
2017-2023 rr., pa3MmelleHHbIX B 3/IEKTPOHHbIX 6a3ax AaH-
HbIx pharmgkb.org, PubMed, Scopus, Web of Science Core
Collection, eLibrary. MNMoucKkoBble 3anpochbl: «MHIMOUTOPbI
NPOTOHOBOIO Hacoca + aHTUCEKPETOpHas Tepanus + neaua-
Tpuyeckue rpynnbl»; «CYP2C19 + MHIMOGUTOPbLI MPOTOHOBOMO
Hacoca + neauatpus»; «CYP2C19 + omenpaszon + neava-
Tpus»; «nonumopdnam CYP2CL19 + 3THMYEcKue rpynnbl +
M3MeHeHMEe YyBCTBUTENIbHOCTH K OMENPas30/y» — KaK B pyc-
CKOM, TaK M B @aHIMUMINCKOM BapuaHTe.

PE3YJIbTATbl UHCCJIEAQOBAHUA U OBCYXAEHUE
CornacHo COBpPEeMeHHOW aHaToMO-TepaneBTUYECKO-

XMMUYECKOW KnaccudUKauMM NeKapCTBEHHbIX CPeacTs,

npenapatbl BKAOYEHbI B padgen AO2B «[1poTMBOS3BEHHbIE

npenapatbl U Npenaparbl 419 nevyeHns ractpoazodareans-

Horo pedntoKcar, rpynny AO2BC «MHriM6MTOpPbI MPOTOHOBOIO

Hacoca». B 3aBMCUMMOCTHM OT MOKOSIEHUI NpenapaThbl OTnMYa-

I0TCS ApYr OT Apyra NpOAO/IKUTENbHOCTbIO AeNcTBUS, 6UO-

[OCTYNHOCTbIO, CMNOCOGHOCTbIO M36MpaTenbHO MNOAaBAATb

aKTMBHOCTb MPOTOHHOM Nomnbl [15-17].

1. Omenpason — npenapar pa3paboTaH Ha OCHOBE NepBO-
ro 6nokatopa Losec, aBnseTcs «30/0TbIM CTaHAAPTOM»
cpean Bcex WUIMM. BnokupyeT 6asalbHytl0 U CTUMYNK-
poBaHHylO cekpeuuto. CoxpaHseT CBOI aKTUBHOCTb
B TeyeHne 24 4 ¢ MOMEHTa npuemMa, No3TOMy CTaHOBMUT-
Csl BO3MOXHbIM OAHOKpaTHOE MPUMEHeHWe npenapaTa
B TE4YEeHUe CyTOK.

2. JlaHconpa3on (ToproBoe HauMMeHoBaHWe JlaHuua) —
WMHIMOBUTOP, CTaBLUMIN OCHOBOWM BTOPOrO MOKOSIEHUS KKUC-
JIOTOKOHTPOIMPYIOLLMX IEKapPCTBEHHbIX cpeacTB. OH 6510-
KupyeT oT 80% NpoayKuMKU CONAHOM KUCNOTbI, HE BAKSAS
Ha MoTopuKy KKT. TepaneBTnYecKkuit apdeKT HacTynaet
yepes3 3—4 aHa perynspHoro npuema 30 Mr naHconpa-
30/1a B CyTKM.

3. 33omenpason — 3to UMM TpeTben rpynnbl. [OCKONbKY
npenapart aBaseTcs S-u3omepom omenpasona, dapma-
KOAMHaMU4YeCKMe HioaHCbl NpeawecTBEHHMKA COXpaHs-
toTcs. [penapaT AeMOHCTpUpyeT 60s1ee BbICOKYIO 3 dek-
TUBHOCTb B KayeCTBE OCHOBHOIO CpeacTBa JieYeHus
pedniokcoB, MHOEKUMOHHBIX NnopaxeHun Helicobacter
pylori v A3B B 061aCTH XeNnyaKa n ABeHaauaTunepcTHoOm
KULWKMK.

4. [laHTonpason — opuruHanbHbi UMM TpeTben reHepa-
uMn ot KomnaHun Takeda Pharmaceutical, paspa6o-
TaBlen naHconpason. lNpu pazpaboTke naHTonpaso-
fla B OCHOBY €ro nosiy4eHus 6bla MOMOXKEH NpuopuTeT
IEKapCTBEHHOIr0 B3auMMOAeNCTBUS M 6e30MacHOCTH.
Hosbin UMI cTtan coBMeCTUM € B60JIbLIMHCTBOM npena-
paTtoB, a TaK)Ke BBeAeH B NpaKTUKy npumeHeHus UMM
y 6epeMEHHbIX (C 06a3aTelbHON MpU ero HasHa4yeHuu
OLEHKOM «M0Sib3a/pPUCK»).

5. Pa6enpason — pgeuncteyowee Bewectso UMM TpeTbe-
ro noxkonenus (Mapwuet, 3ynbOeKC), OPUEHTUPOBAHHOE
Ha Tepanuio OPB. B KAWHWYECKMX MCCNeaoBaHUAX
pabenpason 3apeKkomeHaoBan cebs Kak adpdeKTUBHbIN
NPOTMBOSA3BEHHbIN NpenapaT, CNOCOOHbIN BOCCTaHaBU-
BaTb TKaHW NULEeBOAa B KpaTyamnlume CPOKM.

6. [lekcnaHconpa3on — npenapat TpeTbero mMoKo-
NleHns, ABAAIOWNMICS NPOU3BOAHBIM Jl@aHCOMNpPa3o0-
na. BbinyckaeTcs B BuAe Kancyn nog KOMMEPYEeCKUM

HasBaHueM [ekcunaHT. ta dopma BbiMyCKa HECKOSb-

KO YANMHAET CPOK AEeNCTBMA npenaparta, MOCKOJbKY

NOKPbITUE MU0 PACCYUTAHO Ha Pa3HYIO KUCNOTHOCTb,

4YTO MPUBOAMT K Pa3HbIM CPOKaM pacTBOPEHUs npenapa-

Ta B XeNyA0o4HOMN KMCNOTE.

UMM aBnai0TCA caMbiMWM Ha3HaYaeMbliMU JIEKAPCTBEH-
HbIMKU CpeacTBamMu B Mupe, MOCKOAbKY MCMONb3YOTCS
He TONbKO AN NeYeHWs KUCNO0TO3aBUCUMbIX COCTOSHWW,
HO M ANa NPOPUNAKTUKK HexenaTenbHblX MOG0YHbIX peakK-
LMI, CBA3AHHbLIX C NMPUMEHEHWEM HECTEPOUAHbLIX MPOTHU-
BOBOCMNANMUTE/NbHbIX MpenapaTtoB B pas/inyHbiXx 06nacTax
MeaunumHbl [18]. [lonroe BpeMsi BO MHOrMX CTpaHax Mupa
6bl/1 OTHOCUTESNbHBIN 3anpeT Ha ndyvyeHne adPEeKTUBHOCTH
n 6e3onacHocTn npumeHeHusa UMM B neguaTpuyecKon
NpaKkTUKe, CBA3aHHbIM C BOMpPOCaMu ITUKO-AEOHTONOMM-
4eCKOro 1 npaBoBOro perynvpoBaHusa [19]. MepBbii ONbIT
npuMeHeHus omenpasona y geten Obll NOAyYeH nocne
3anpoca YnpaBieHusa no caHUTapHOMY Ha30py 3a Kadye-
CTBOM MNULEBbLIX NPOAYKTOB M MeauMKameHToB (Food and
Drug Administration (FDA), CLLIA) Ha npoBeaeHWe KauHU4e-
CKMX UCcnefoBaHWi npenaparta B negnMaTpun. Pesynbrarthl,
KaK W nocnegywouwune nogobHble uUccnefoBaHusa, AoKasa-
NN KNUHUYECKYD 3DGDEKTUBHOCTb M JOCTaTouvHyto 6e30-
nacHocTb omenpasona. Cnegyet o6paTuTb BHMMaHue,
YTO MHCTPYKLUMK pasfiMyHbiX NPOM3BOANUTENEN MpenapaTta
npoTuBopeyat Apyr Apyry B nnaHe oduuManbHOro pas-
pelweHns AN MCNoNb30BaHUSA B KAMHUYECKOW NpaKTuKe
y aeten [8].

B uenom UMM otnnyatoTca BapuabeNbHOCTbIO KAWHU-
YeCKMX apdeKTOB B 3aBMCUMOCTH OT MOKONEHUN. Ho farke
B npegenax OAHOW reHepauuu NeKapcTBeHHble npenapa-
Tbl MOTYT pasfnuMyatbCs NO MNPOAOSIKMTENBHOCTU AENCTBUS,
OMOAO0CTYMHOCTH, CMOCOBHOCTM M36MpaTEeNbHO MOAaBASATb
aKTMBHOCTb MPOTOHHOM MOMMblI U BbICTYNaTb B KayecTBe
LEeNCTBYIOWNX CPEACTB, Ha3Ha4YaeMbIX C LieNblo apaguKauum
Helicobacter pylori [20-22].

Bce UMM asnsoTcd NpouM3BOAHBIMU A-MUPUAUI-METUN-
cynbdUHUN-6eH3UMMAas30n0a, NpeacTaBasioT cobon chna-
Oble OCHOBaHWS, KOTOPbIE HaKanJIMBalOTCH B KMCOW cpeae
CEKPETOpPHbIX KaHaNbLEeB NapueTanbHon KneTku (MK) n 6no-
KunpytoT pa6oTy HY/K*-ATdasbl — nNpoTOHHOM NOMMbI.

MexaHuU3M JeCTBUS UHTUOUTOPOB

NMPOTOHHOW NOMNbI

BaxHenwmm Gbu3nonormyeckuMm CTUMyNnsiTOPOM CeKpe-
UMM KucnoTbl aBnseTcs nuwa. Mpouecc NULEeBOW CTUMY-
NAUMN CEKPELMU KUCNOTbl BKIOYaeT TpU dasbl: CNOXHO-
pedNEKTOPHYIO, KeNyaoUHY M KulieyHyto [15, 16]. B otBeT
Ha pasfparkeHne 060HATENbHbIX, 3PUTENbHbLIX U BKYCOBbIX
peLenTopoB 3anycKaeTcs cnoxHopedbnekTopHas (uedanu-
yecKas) ¢asa, NpuBoOASALLAsA K aKTUBaLMKU XONUHEPTUYECKOMN
WHHEpPBaALMN U CTUMYNALMU CEKPELIMN KUCNOThI B Henyake.
OCHOBHbIMW CTUMYNISATOPAMWU CEKPELIMN KMCNOTbI B XKenyaKe
ABNAOTCH TMCTAMWMH, FAaCTPUH W aLETUNXONUH. [UCTaMuH,
BbIAENAIOWMACA B OCHOBHOM M3 3HTEPOXPOMADUHHBIX Ke-
TOK CNTM3UCTOM 060M0YKM KenyaKka, CTUMYUPYET CEKPELMIO
KMCNOTbI Yepes H,-peuenTtopsl, CBA3AHHbIE C LIMKIMYECKUM
afleHo3MHMoHodocdaToM. [aCTPUH U aLLETUNXONNH aKTUBH-
3MpYIOT cneumdpuryeckne peLenTopbl, CBA3aHHbIE C CUCTe-
MOW KanbLui/npoTenHknHasa C [17].

[aHHble npoLiecchbl NPUBOAAT K U3MeHeHu1to pH xenyaou-
HOrO COZIEPKMMOIO B KMCAYIO CTOPOHY. MpoaonKeHrue npo-
Liecca nuuieBapeHus cnocobCcTBYET OLeNayYnBaHUIO cpeabl
noa AencTBrem 6ypepHbIX CBOMCTB NULLN. 3aKto4nMTenbHas
dasa CTUMYNSALMK CEKPELMU CONSAHOM KUCNOTbl Ha4YnHaeTcs
npuv NOCTYNEHUM NULLK B KNLWIEYHMK. Bce meanaTopsbl xeny-
[IO4HON CeKpeLuu OeNCTBYIOT Yepe3 crneuuanbHble peuen-
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OB30P JINTEPATYPbI

Topbl, Haxoaawmecs Ha MK. B MK xenyao4yHoro anutenus
06pas3yeTcs u ceKpeTupyeTcs consHas kucnota. Mpu nomo-
wn depmeHTa HY/K-ATdasbl NpoOMCXOANT IKBUBANIEHTHbIN
o6MeH noHoB H 1 K*. TpaHcnopT 060MX MOHOB OCYLLECTBNIA-
€TCs NPOTUB rpagnveHTa KOHLEHTPaLUUI ¢ UCNOb30BaHMEM
3HEPruu, BblAenslowenca npu rmaponuse ageHo3UHTPU-
docodarta. OgHOBPEMEHHO C MPOTOHaMKW BOAopofa MNyTem
aKTMBHOrO TpaHCNopTa B MPOCBET XefnyAKa nepeHocAaTcs
MOHbI XJI0pa, a MOoHbl K* NOKnaaloT KNETKY.

B pganbHenwem nog Bo3gencTBMeM KapboaHruapasbl
NPOUCXOAUT AUCCOoLMaLIUSA H2C03, 1 o6pasylnncs Bogo-
pPOA NOBbIWAET KUCNOTHOCTb eNyA04HOro coka [15].

Ha cerogHaWHWA LeHb M3BECTHO, YTO PO/Sb MOHHO-
ro KaHana BbINOMHAET a-cyobeanHuua HT/KT-ATdasbl.
Mocne ctumynaunm MK Ty6ynoBe3UKYNSAPHbIE CTPYKTY-
pbl, PAacnosoXeHHble B LUTONa3Me BMECTe C MOHHbIMU
KaHanamu, BCTpanBaloTcs B MeMOpaHy KAeTKK, MpU 3TOM
AvamMeTp MWKPOBOPCUMHOK yBenuMyiuBaetcsd B 4-6 pas.
bes cTumynaumMm NpoTOHHasa nomna nogBepraeTcs 3HAO0-
umMTosy [22, 23].

MMM abcopbupytoTca M3 TOHKOMO KULWIEYHWKa, NO Kpo-
BOTOKY MOCTynatoT BHa4yane B NneyeHb, a 3aTeM MpoOHUKatoT
yepes3 membpaHy B MK cnmM3uncton 060104KM Kenyaka, rae
KOHLIEHTPUPYIOTCS B CEKPETOPHbIX KaHanbLax. MNpu HU3Kom
3HayveHnn pH UM akTMBUPYIOTCS M NpeBpalLatoTcs U3 rnpo-
NeKapcTBa B /IEKApCTBO — 3apsKEHHbIM TeTpaunKinde-
CKUK cynbdeHamung. B aton dopme OHU He MOTryT MPOHUK-
HYTb Yepe3 MeMbpaHbl U OCTAIOTCH B KUCIOM KOMMNapTMeEHTe
BHYTPU CEKPETOPHbIX KaHanbLeB MMK. Taknum o6pasom, UMM
06pasytoT NPOYHbIE CBA3KM C MEpKaNTorpynnamum LUMCTENHO-
BbIx ocTaTkoB H*/K*-ATdasbl, 610KMpys KOHGOPMaLMOHHbIE
nepexoabl MPOTOHHOM MOMMbI U NPeAoTBpaLLas CekpeLmio
CONSIHOM KMUCNOTbl. [ANA BO30GHOBAEHWUS MPOAYKLIMM KKC-
NOTbl HEOGXOMM CUHTE3 HOoBbIXx HY/K'-ATdasz. MNonoBuHa
H*/K*-ATda3 o6HoBnsietca 3a 30-48 4, 4To onpeaens-
€T NPOAO/IKUTENBHOCTL TepanesTnyeckoro gevctesunsa UMM
Mpn nepsom unu ogHoKpaTHOM npueme UMM ero apdekT
He 6yaeT MaKCMManbHbIM, TaK Kak He BCE MPOTOHHbIE MOMIbI
BCTPOEHbI B CEKPETOPHYID MeMOpPaHy, a HEKOTOPbIE Haxo-
4atcs B uutosone. Korga 3ty MoneKynbl, a Takke TONbKO
4YTO CUHTE3MPOBAHHbIe HT/Kt-ATda3zbl nosiBAAOTCA Ha MEM-
6paHe, OHW B3aMMOAENCTBYIOT C Nocneaylwmmn go3amu
MMM, n ero aHTUCEKPETOPHbIN 3bDEKT NOMHOCTLIO peanu-
3yetcsl [15-17]. KucnotonpoayKuua BOCCTaHaBAMBaETCS
TOSIbKO MOC/ie CUHTE3a HOBbIX MPOTOHHbIX MOMI.

dapvaKoKUHeTUYEeCKUe U papMaKoreHeTU4ecKue

0COGEHHOCTH UHTUOUTOPOB NPOTOHHOM NOMIbI

MakcvManbHas KOHUeHTpauus npenapaToB B nnasme
focTuraeTcs yxe yepes 1-3 4 nocne nepopanbHOro npue-
Ma, 4em 6blCTpee NPOUCXOANT NpeBpaLLeHMe NpoeKapcTea
B /leKapcTBO, TeM 6osblle NeKapcTBa MOMXET HaKOMWTb-
CSl B CEKPETOPHbIX KaHanbuaX, TeM 60sbllee KONMYecTBO
MOJIEKYST Hacoca 6yaeT 3ab/OKMPOBaHO, @ UHITMOUTOPHbLIN
abdeKT coxpaHaeTcs ANUTeNbHOE BPEMS MOC/Ee CHUMKEHUS
KOHUeHTpaunun UMM B nna3me KpoBM.

MMM meTabonn3npyroTcs B MEYEHN Npu yyacTun nsodep-
meHTOB CYP2C19 n CYP3A4, HeaKTMBHbIX MPU POXKAEHUM
M CO3peBaloLLMX MOc/e NepBoro NONYrogus U3HW pebeH-
Ka. O6pasylowmecs mMeTabonuTbl MHEPTHbI M BbIBOAATCA
M3 opraHMama C MOYOM M Kanom B Buae cynbdaTos. Bce
UMM gasngaTca cybeTpatamum M UHrMOuTopamun depMeHTa
CYP2C19. [loka3aHo BIMSAHUE HOCUTENLCTBA NONMMOPPU3-
Ma reHa CYP2C19 Ha MHAMBMAYaNbHYIO YyBCTBUTENbHOCTb
K NleKapCTBEHHbIM npenapatam — cyb6cTtpatam CYP2C19
(aHTHMarperanTam, UMM, NpoTMBOCYAOPOXKHbLIM NpenapaTam
W aHTMaenpeccaHTam) [24-26].

B HacTosuwee Bpems pecypc pharmgkb.org HacuuThbl-
BaeT 60see 10 000 ny6nmMKaunin, NoCBALEHHbIX Npobne-
Me 3PPEKTUBHOCTU M 6e30nacHOCTU npumeHeHnsa UMM
B 3aBuMcuMMoOcCTHM oT reHoTuna CYP2C19. YyTtb 6onee 3000
nccnefoBaHUim NOCBALWEHO U3YYEHUIO BAUSHUS NOAUMOP-
dn3ma reHa CYP2C19 Ha adpdeKTuBHOCTL M Ge3onac-
HOCTb MpenapaToB, ABAdOWKUXCS cybcTpatamu pepmeH-
Ta. o peadynbtaTtaM wuccnefoBaHUs, NpeacTaBiAeHHbIM
B 2018 r. N. El Rouby » coaBT. [27], 6bI10 NPOAEMOH-
CTPMPOBAHO, 4TO, HECMOTPS Ha 06wyl 3GOEKTUBHOCTL
M BblCOKMM npodunb 6e3onacHoctn WM, y HeKoTo-
pbIX NaLMEHTOB OTMEYAlOTCS HeXKenatenbHble N060YHbIE
peakunn (ronoBHasa 60/b, yTOMNAEMOCTb, FOIOBOKPYKE-
HWe, AMcnenTUYecKne paccTponcTBa, HapyleHue Bca-
CblBaHUS MarHus), Kpome TOro, mcnonbzosaHue WM,
0CO6EHHO B paHHEM [JeTCKOM BO3pacTe, MOXeT yBenu-
YUTb PUCK Pa3BUTUSA 303MHODUIBHOIO 330daruTa u gpy-
rMX annepruyeckux 6onesHen, NoTeHUManbHO npesBpa-
Walwmx KpatkoBpeMmeHHoe 3aboneBaHue (Hanpumep,
[9PB) B noxun3HeHHOe. Ha cerogHAWHNN AeHb N3BECTHO,
4YTO WMHAMBWAYaNbHbIM OTBET Ha NeyeHWe ecTb Hekas
pesynbTupylolwas cymma OAMHAKOBO 3HaYUMbIX MOAM-
dunumnpyembix (GEHOTUNUYECKUX) U HEMOAUPULUNPYEMBIX,
HacneaCTBEHHbIX GaKTOPOB.

Cpean reHeTMYecKmnx NpUYMH MHAMBUAYaNbHOW Bapua-
6enbHoCTU oTBeTa Ha UMM npuoputeTHOE 3Ha4YeHne umeet
HOCUTENbCTBO NosMMopoduama reHa CYP2C19 [27, 28].

Mo pe3ynbTatam reHoTunupoBaHus reHa CYP2C19 moryT
OblTb onpeaeneHbl 4eTh ¢ cBepxbbicTpbiM (CYP2C19%*17),
HOpManbHbIM (AMKKMM) (CYP2C191/1), NpOMEXKYTOYHbIM
(CYP2C191/2;1/3) n meaneHHbiM (CYP2C19*2;*3) meTabo-
nmamom MIMM.

layneHTbl cO CcBepx6bICTPbIM MeTabomamom (ultra
extensive metabolism) — [AeTU Yy KOTOPbIX CUHTE3UpPYeTCH
pepmeHT CYP2C19, npeanonaratoumii cBepx6bICTPYO CKO-
pocTb MeTabonuama npenapatoB. B aton cutyauun UMM
noaBepratTcs ObiCTpoOM 6GUoTpaHchopmaummu U INUMUHA-
LMK, 4TO He Bcerga cnocobHo obecneynTb afeKBaTHYIO
TepaneBTMYECKYIO KOHLIEHTPaLMO B Niaa3Me KpPoBu. Takum
nauueHTam Anst JOCTUIKEHUS KNMHUYECKON 3DDEKTUBHOCTH
NlevyeHunst 3a4acTyto MPUXOANTCSA YBENMYNBaTb TepaneBTuye-
CKyto 103y NpenapaTta [29-31].

layneHTbl ¢ HopMaJibHbiM MeTabosiM3MoM (extensive
metabolism) — geTun ¢ HeM3MEHEHHON CKOPOCTbO MeTabo-
IM3Ma NeKapCTBEHHbIX CPpefcTB — cybCcTpaToB, KaKk npa-
BWO, TOMO3UrOTbl MO «AUKOMY», HEMYTaHTHOMY anneno
reHa cooTBeTcTBylOWEro depmeHTa. K 9KCTEHCHMBHbIM
mMeTabonnsatopaM NpUHagNexuT 60/bWKUHCTBO Hacene-
HuA [31-33].

MaymeHTbl ¢ MPOMEXYTOYHbIM  MeTaboaM3MOM
(intermediate metabolism) — petu, 4Yalle reTepo3uroThl,
C 3amMepsieHHon dyHKumen depmeHTa. TpaguLMOHHO NpomMe-
YTOYHbIX MeTabonM3aTopoB 06bEANHSAIOT C MEASIEHHbIMU
mMeTabonusatopamu [29-33].

bonbHble ¢ MepneHHbIM MeTabosiM3MOM  (poor
metabolism) — pgetu, Yalle reTepo3uroTbl, C 3aMeaIeHHOM
dyHKUMEN depmeHTa. Y daHHbIX NaLMEeHTOB MPOUCXOANT
HaKoMIeHWe NEeKapPCTBEHHbIX MpenapatoB M Mx MeTabo-
IMTOB B NNna3Me KPOBW, YTO MOXET cnoco6CeTBOBaTb Mpo-
AB/IEHUIO NOBOYHbIX 3PPeKToB. TaKUM AETIAM MPUXOAUTCS
yMeHbllaTb Ha3Ha4YaeMyto 403y, TUTPYS ee A0 KAMHUYECKHM
addekTuBHOM [29, 34, 35].

OpraHugdauusa, 3aHuMalowascs cosgaHveMm dapmakro-
reHeTMyeckux pykosoacTs, — Clinical Pharmacogenetics
Implementation Consortium (CPIC, CLLUA) — Ha ocHOoBaHuu
pes3ynbTatoB KPYNHENWMUX pPaHAOMM3UPOBAHHbLIX UCCNeno-
BaHWW, MeTaaHalM30B M CUCTEMATUHECKMX 0630POB PEKO-



MeHAyeT npu JosvpoBaHun UMM oCHOBbIBATLCSA Ha reHo-
Tnax CYP2C19. lNpu HOcUTENbCTBE ObICTPbIX FEHOTUMNOB
npegnaraeTcs yBeanyeHne fo3bl B npejenax repanestmye-
CKOW, NPX HaM4YUK FrEHOTMNOB, aCCOLMMPOBAHHbIX C 3aMea-
NleHnem cKopocTn 6uoTtpaHchopmaummn UMM, CPIC peko-
MEHAYET OCYLWECTBNATb CHUMEHWE [03bl A0 AOCTUKEHMS
6anaHca KauHuyeckon 3bdEKTUBHOCTM M 6e30MacHoOCTU
[28, 29, 32].

B 2022 r. B KaHage KoNNeKTMBOM aBTOPOB Ony6u-
KOBaH CMCTEMATMYECKMIN 0630p, KOTOPbIM BKAOYMN 25
KPYMHbIX PaHAOMU3UPOBAHHbLIX WCCNefoBaHUM M MeTa-
aHaNM30B, MOCBAWEHHbIX U3YYEHUIO BUSAHUA HOCUTENb-
ctBa nonumopduamoB reHa CYP2C19 Ha uHAMBUAYaNb-
Hyl0 BaprMabenbHOCTb OTBETa Ha JIEKapCTBEHHYIO Tepanuio
y AeTel, ¢ NpefcTaBfieHHbIMM pedynbTaTamMu Ha pecyp-
ce PubMed. [letn, aBnstowmecs HOCUTENAMU MeONEHHbIX
M MPOMEXKYTOYHbIX BapuaHToB reHa CYP2C19, nemMoH-
cTpupoBanu 6ofiee BbICOKME KOHLUEHTpauumn npenapaToBs-
cyéctpaToB u UMMM B nna3dme nNo cpaBHEHUIO C BbICTPbIMU
N cBepxbbiCTpbiIMM MeTabonusatopamu. o peadynbtaTam
nccnefoBaHns aBToOpbl caenanu BbiBO4 O NEPCNEKTUBHO-
CTV panbHenwnx dapMaKoOreHeTUYEeCKUX MccnegoBaHum
B negvaTpuu 4Na nepcoHanuMsauuu Tepanuu, nosblWeHMs
ee KNMHn4yecKon adbdeKTMBHOCTM 1 6e3onacHocTH [33].

B wuccnepoBaHuAx, ony6nMKoBaHHbIX B 2018 T.
H. Ichikawa u coaBT., 6bI/10 JOKa3aHO B/UAHUE OGbICTPOro
reHotuna CYP2C19 Ha pucK pa3BuTUsl pedpaKTepHOCTH
K Tepanun UMM y nauneHToB ¢ M9PB. Mo pesynsratam npo-
BeJEHHOro MeTaaHanM3a aBTopamu Obl1 NPEeAJIOKEH Nepco-
HaM3UPOBaAHHbIN pexnm gosnposaHus UMM, oCHOBaHHbIN
Ha onpeaeneHun reHotuna CYP2C19. laHHbIA METOA0NOMMU-
YeCKMIM NoAxoa NpeacTaBieH y4eHbIMU B Ka4eCcTBe 4ENCTBU-
TeNbHOM TepaneBTUYECKOW cTpaTernv Ans npeoponeHus
HeAOCTaTOYHOr0 MHIMOMPOBAHUSA CEKPELMKU KeNyAOYHOM
Kuncnotbl [35].

B cepun nccneposanuin 2018 r. J.P. Franciosi n coaBr.
n3yyeHa pedpaktepHocTb aeten ¢ NAPb K Tepanuu UMM
C y4eToM HocuTenbcTBa ObicTporo annena CYP2C19*17.
Bblnin nonyyeHbl CTAaTUCTMHECKM 3HayYMMble pasnunyus
No BPEMEHU COXPAHEHUSA HUBKON KUCIOTHOCTH KENYAO04YHO-
ro COKa y nauneHTtoB — Hocutenen annens CYP2C19*17
Nno CPaBHEHWIO C FPyNNon HoOpMasbHbIX MeTaboIn3aTopoB.
ABTOpbI MPELNONOKMAN, YTO PE3UCTEHTHOCTb K Tepanuu
UMM MOXKeT 06DBbACHATbCSH FTEHETUYECKM O0OYCOBJ/IEHHOM
CKOpOCTbto MeTabonMama npenapatoB U HEBO3MOMKHO-
CTbi0 B CBSI3U C 3TUM AOCTUMKEHUSA OMKHOIO KIMHUYECKO-
ro addeKTa NpyM UCNoNbL3OBAHUN PEKOMEHLOBAHHbLIX 403
[36, 37].

MHTepecHbIM, Ha Haw B3rnaa, fABAsSeTcs ucclnegosa-
HWe, AOKas3aBllee pasnuyine B naowaguM noa Kpusomn
«KOHUEeHTpauusa — Bpems» (AUC) ana UMM B 3aBUCHMMO-
cTK oT nonumopduama reHa CYP2C19 [16]. Oka3anocs,
4YTO Y MeAseHHbIXx MeTabonn3aTtopoB BBUAY 3aMeaNieHus
CKOPOCTM MeTabon3mMa M yBeMYEeHUS KOHLEHTpauuu
npenaparta B Kposu AUC UMM B 3-10 pas Bbille B cpaB-
HEHWU C IKCTEHCMBHBLIMM MeTabonndaTtopamu (C YyCKOpPEH-
HbIM MeTaboM3MOM U 60/IE€ HUBKMMU KOHLIEHTPaLUAMKU
UMM B KpOBM), y MPOMEKYTOYHbIX MeTabonmM3aTtopoB —
B 2—3 pasa Bbllle N0 CPaBHEHWIO C HOPMalbHbIMKU MeTa-
6onusatopamun reHa depmeHta CYP2C19 [15]. Kpome
TOro, 6bIN10 YCTAHOBAEHO, YTO Y MeANeHHbIX MeTabonu-
3aTOPOB M IKCTEHCUBHbLIX MeTab0onM3aTopoB BeNIMYMHA
AUC Hanbonee 3Ha4yMMO pas3nuyaeTcs Ana omenpaso-
Nna, naHTonpasona, naHconpasona — B 6,3, 6, 4,3 pasa
COOTBETCTBEHHO, TOr4a Kak Ana pabenpasofnia — TONbKO
B 1,9 pasa, 4To 06bACHAETCA MeHblinM BKAagom CYP2C19
B ero meta6onm3m [16].

0OC06GEeHHOCTH IEKapPCTBEHHOIr0 B3auMoaencTBus

MHIrMGUTOPOB NMPOTOHHOM NOMMbI C NpenaparamMu

Apyrux oapmMaKoiorm4ecKux rpynn

MMM n npenapatbl, NpeacTaBnsaoLIne co60M NpomM3Boa-
Hbl€ KWUCOT, TaKMe KaK UTPaKoHa30J, KETOKOHA30/1, AUIOK-
CWH, OQHOBPEMEHHO Ha3HayaTb HepaLuMoHanbHO, MOCKObKY
CHWXaeTcs 6MOLOCTYNHOCTb nocnegHux. [laHHble B3anMo-
AENCTBUS MOTYT 6biTb daTtanbHbIMKU MPU NIEYEHUU CEPbE3-
HbIX AUCCEMMHUPOBAHHbLIX TPUOKOBLIX MHMEKLINMN, 0COBEH-
HO Y MaUMEHTOB C MMMYHOAEDULMUTHLIMU COCTOSHUSAMMU.
CHMKeHne 6MOof0CTYNMHOCTU ANTOKCMHa Ha GoHe npumeHe-
Husa UMM moxeT noBneyb 3a CO60M IEKOMMEHCALMIO XPOHU-
YeCKOM cepeyHOon HeOCTaTOYHOCTHU U PELMANB HapyLIeHNs
putma cepaua [38].

Mpn npumeHeHnn UMM, mMeTabonmM3npyoLmMXCs cUcte-
MoWn uutoxpoma P450, MOryt octpo BCTaBaTb BOMPOCHI
KOHKYPEHTHOIO NEKapCTBEHHOrO B3aMMOLENCTBUA C Mpe-
napatamu, mMetabosn3M KOTOPbIX TaKXKe OCyLlecTBAsSETCS
¢ nomouwpbto pepmeHta CYP2C19. YcTtaHOBNEHO, YTO OMe-
npas3o/, 930Menpaso 1 flaHconpas3on obnagatT 60blUnM
NOTEHLMANOM HEeXenaTeNbHblX MEeX/IEKapCTBEHHbIX B3au-
MOAEWCTBMI C TaKMMM rpynnamu npenapaTos, KaK aHTUKOH-
BY/IbCaHTbl, CeaTMBHbIe NpenapaTtbl U MUOpenaKkcaHThbl [38].

Mpn opHoBpeMeHHOM Ha3HadyeHun UMM ¢ Bapdapu-
HOM YyBE/NMYMBAETCH PUCK KPOBOTEYEHWW 3a CYET 3amefn-
neHnst metabonn3ma aHTUKoarynsiHta M yBefiM4yeHus no-
waau nojg ero KoHueHTpauuvoHHon Kpusown [38]. B cnyyae
MeXJIeKapCTBEHHOro B3ammogencTteus UMM ¢ knonuao-
rpenom ob6pasoBaHWE aKTUBHbIX METabONIMTOB aHTuarpe-
raHta 3a c4yet yrHeteHus depmenta CYP2C19 cHukaetcs,
4YTO MOXET MPMBECTU K TPOMOOIMOOINYECKUM OCOXKHE-
HuAM [39]. Mogo6HbIM 06pa3oM MOryT maHudecTupoBaTb
HexenaTtesibHble MO60YHble 3PPEKTbl aHTMAENPECCaHTOB
(uMTanonpam, acuuTanonpam, GayoKCeTUH, CepTpanH, BEH-
nadakcuH, UMUNPaMWH, KNOMUNPaMUH, TOUMUMPAMUH, aMu-
TPUNTWUAUH, HOPTPUATUAMH U MOKNo6emns), B-6no0Katopos
(mponpaHonon), NporectepoHa, TECTOCTEPOHA U LIMKNodocC-
damupaa [38].

MaHTONpason nmeet Hanbonee 61aroNpPUATHbINA KJTMHU-
YeCcKun Nnpodunb B3aMMOAENCTBUSA C APYrMMKU Npenaparta-
MU [17].

0Cc06eHHOCTH Ha3Ha4YeHUA UHTMOGUTOPOB

NMPOTOHHOW NMOMNMNbI Y AeTen

lNpobnema 6e3onacHom GapmaKkoTepanuuy getem umeet
CBOI0 0COOBYIO aKTyasibHOCTb. OBYC/IOBNIEHO 3TO HECKOJIbKHK-
MW MPUYMHaMK. [INs Kaxaoro BO3pacTHOro NeprMoaa xapak-
TepHbl onpefeneHHble 3a6oneBaHUa M naTtoreHeTuyeckue
0COBEHHOCTH, 4YTO NpefonpenensieT pPasnyHylo YacToTy
MUCMNOJIb30BAHUSA TEX UKW MHbIX NPenapaTtoB B 3aBUCMMOCTH
OoT Bo3pacTa. B HacTosuwee Bpems ans 75% aeTckmx 3abone-
BaHWM He CYLLECTBYET cnelumanbHbiXx NegnaTpuyeckux npe-
napaToB, y4YuTbiBalOWMX GU3NONOTMYECKUE, BO3PACTHbIE
0CO6EHHOCTHM AETCKOro opraHn3ma, Mano AaHHbIX Mo 6e30-
NacHOCTU NPUMEHEHMS NpenapaToB y AeTen U HEAOCTAaTOYHO
cneumdryecKknx neauaTprmyecKkmMx NeKapcTBEHHbIX dopM,
npuemMnembIx No opraHoNenTU4eCcKMM CBOMCTBAM M pU3nye-
CKUM napameTpam [41, 42].

CornacHo oTe4YeCTBEHHbIM M 3apybGeXKHbIM [aHHbIM,
yacToTa Ha3Ha4YeHW npenapatoB, He MNPEeAYCMOTPEHHbIX
WHCTPYKLMEN NO NPUMEHEHUIO, PUCKOBAHHasA npaKTuka off-
label, korga geTaM Ha3Ha4valTCs NEKapCTBEHHbIE CPEACTBA,
pa3paboTaHHble 4718 B3POC/bIX, goxoanT Ao 80% [19].

BcacbiBaHWe NIeKapCTBEHHbIX CPeACTB Yy AeTer TeCHO
CBf13@aHO C pa3BUTUEM CIN3UCTOM 0OOIOYKHM XKenyaKa, Npo-
LLecCoM MPOAYKLMU CONSTHOM KMCNOTbI, CEKPELMU Kenyu
NneyeHblo, KOIOHM3aLUuen KulleyHnka 6aktepmanbHon do-

PEDIATRIC PHARMACOLOGY. 2023;20(5)

NEAUWATPUYECKAA ®PAPMAKONIOIUA / 2023 / TOM 20 / N2 5



REVIEW

OB30P JINTEPATYPbI

poi [43]. Y HOBOPOXAEHHbIX, OCOOEHHO HEAOHOLIEHHbIX,
ceKkpeLms CONTHON KUCNOTbl HE3Ha4YuUTelbHa, CKOPOCTb OMo-
POXXHEHMS Kenyaka 06bl4HO 3amepnneHHa. PyHaanbHble
Kenesbl CIM3MCTON 060N0YKM Kenyaka aeTen rpyaHoro
Bo3pacTa BblpabaTbiBalOT AOCTAaTOYHOE KOMMYECTBO KMUC-
NOTbl ANA nogaep:KaHua 6asanbHON KMCAOTHOCTU KenyaKa
Ha ypoBHe pH < 4. Bonpoc gosuposaHusg UMMM y geten octa-
€TCS OTKPbITbIM. [pK KaxKylencs o4eBUAHOCTU HEOBXOAM-
MOCTM MEHbLUMX 403 AN CHUKEHUS U 6€3 TOro HEBbICOKOM
KUCIOTHOCTM KEeNyA04YHOr0 COKa CYLLECTBYIOT MHEHMS O TOM,
4YTO B peanbHOCTM MUHMMaNbHblE JO3MPOBKK, Ha3HaYaemble
MasblliaM NepBbiX MecAUEB KU3HWU, B HECKONbKO pa3s npe-
BbllLAIOT TAKOBbIE Y B3POC/bIX NALMUEHTOB [8, 44].

MHTEHCUMBHOCTb NEPUCTANBTUKM U CKOPOCTb NPOXOXKAe-
HUS NULLM NO KUIWEYHUKY B 6ONbLUIMHCTBE Clly4aeB Bapua-
6enbHa U NUWb Y HE3HAYUTENbHOM YaCTh HOBOPOXKAEHHbIX
3aBWUCUT OT xapaKTepa BCKapMmauBaHus. MaTepuHCKoe
MOJIOKO YBENUYMBAET CKOPOCTb OMOPOMHEHUS Kenyaka,
OAHaKO MpW MNOBbIWEHUN KaNOPUMHOCTM MONIOKaA 3BaKy-
auusa nuimM MOoXKeT cHuKaTbed [44]. Y geTen Ao AByX NeT
KW3HW NleKapCTBEHHOEe CPeACcTBO, BBEAEHHOEe mnepopasb-
HO, MOXET 6bICTPO BCOCATbCS YXKe B XeNyaKe, NOCKONbKY
cnm3unctasa 060/104Ka AeTen paHHero Bo3pacTa oTinyaeTcs
BbICOKOW MPOHMLAEMOCTbIO. pH Kenyao4yHoro coka o4eHb
BapuabeneH M 3aBUCUT KaK OT recTalMoHHOro BO3pacTa,
TaK M OT Macchl Tena npu poxkaexHwun [41, 44]. Y HoBoO-
POXAEHHbBIX CKOPOCTb OMOPOXHEHUS XKeNyaKa HUXKe, Yyem
y B3pocnbix. Ee nocrteneHHoe MNOBbILEHWE MNPOUCXOAUT
B TeyeHne 1-8 mec [44].

MHTEHCMBHOCTb METab0IMYECKMX MPOLLECCOB HOBOPOXK-
[LEHHbIX U AeTel NepBblX NET XU3HU CYLLECTBEHHO OTaM4a-
€TCH OT CKOPOCTU MeTabonM4eCKMX MPOLEeCCOB CTapLlumx
neten v B3pocnbix [45]. Y geten oTMeyvaeTcs nocrHatasb-
HOoe go3peBaHue PepPMEHTHbIX cUCTEM KaK |, Tak u Il dasbl
mMeTabonnama. PasnnyHble n3odpepmMeHThl LuToxpoma P450
CO3peBaloT He O4HOBPEMEHHO, YTO ABASETCS NPUYNHOM pas-
HOW OKMCIUTENIbHOM CMNOCOBHOCTU HePMEHTATUBHbBIX CUCTEM
B OTHOLWEHWWN pa3Hblx NpenapatoB. PyHKUMA MeTaboNn3n-
pylowmx GepmeHToB nepBon ¢pasbl NoBbiWaeTcs B 60/blIeN
cTeneHn Ha 2-3-1 Hel XM3HWU. B 3TOT nepuog KnupeHc
HEeKoTopbIX NlekapcTB cocTaBnser 10-20% OT TaKoBOro
y B3POCAbIX, HO CNOCO6EeH B 2—6 pa3 NpeBbICUTb 3HAYEHUS
y B3pOC/bIXx B nocneaywowem [44].

AKTUBHOCTb depMeHToB 6uoTpaHchopMaLunn nexkap-
CTBEHHbIX MpenapaToB y HOBOPOXKAEHHbIX AETEN CHUMXeHa
M nocTeneHHo Bo3pacTaeT K 2-3 rogam [8, 44]. B cBasun
C 4YeM aKTMBHOCTb UuTOoXxpoma CYP2C19 Heo6xoaMmMo 0COo-
6€eHHO yyYuTbiBaTb Npu Bblbope Buaa 1 fo3bl UMM y HoBO-
POXAEHHbIX U MAafeHLeB B Bo3pacTe Ao 2 Mec [8], yaenss
BHMMaHWE BO3PACTHbIM OrpaHWyYeHUsaIM MPUMEHEHUS Mnpe-
napaTtoB AaHHOW rpynnbl.

Pe3ynbtatamn meTaaHanu30B O6blnM NOATBEPMKAEHDI
paHee 06006UeHHble pe3ynbTaTbl 3QOEKTUBHOCTU OMenpa-
30/1a U NnaHconpasofia Y HOBOPOXAEHHbIX npu IPB [8].
Take 6blN0 MOKa3aHo, 4YTO Yy AeTew paHHero Bo3pacTa
KIMPEHC omenpasona U naHconpasona BbilWe, Yem Yy geTen
CcTapLlunx Bo3pacTHbIx rpynn [8].

CornacHo aHHoTauMsM K GOMbLUMHCTBY OpPUrMHaNbHbIX
MMM, noKazaHus K NPUMEHEHMUIO NTEKAPCTBEHHbIX CPeacTB
orpaHMyeHbl BO3PacToOM, MLb HEKOTOPbIE AXKEHEPUYECKHne
npenapaTbl pa3peLlleHbl ¢ 12 neT, a TakKe peKoMeHA0BaHbI
npu pedntokc-azodarmtax, CUMNTOMATUYECKOM JI€HEHUU
M3MOrM U OTPbIXKKKM KucnbiM npu OPB y geten crapue
2 neT u ¢ maccom Tena > 20 Kr. [1o AaHHbIM e 3apybexHon
nuTepaTypbl, UX NPUMEHEHWE B NeanaTpUYecKon npakTuke
paspelleHo geTam ctaple 1 roga And KpaTKOBPEMEHHOro
nevyeHuss cumntoMatuyeckon MIPB, neyeHuss 3pPO3MBHOIO

33odarvTta, neyeHus S3BEeHHOM OGONE3HW W 3paauKkauuu
Helicobacter pylori [46].

B cooTtBeTcTBMM C pa3paboTaHHbIMM B PoccuicKoun
degepaumn ansa geten KIAMHUYECKUMU pEKOMEeHAaunsMu
«¥13BeHHasa 60/1e3Hb Xenyaka u/vnn agBeHaguaTtunepcTHom
KuWKW» (yTB. MnH3gpaBom Poccuu, 2021), BceM naumeHTam
C 060CTPEHNEM A3BEHHOM GONE3HU C LeNbl0 3aKMBAEHUS
A3BEHHOro gedeKkTa peKoMeHayeTcs NpoBefeHWe aHTuce-
KpeTopHoW Tepanuu npenapatamu rpynnbsl UMM [1]. Cpean
WM paccmaTtpuBaeTca UCMN0JIb30BaHME C 3TOM Liefblo ome-
npasona, 330Menpasofia, pabenpasona U naHconpasona,
NONOXMUTENbHbBIA OMNbIT NPUMEHEHUS KOTOPbIX Y AeTen 6bin
nony4vyeH 3apybexHbiMu Konneramu [21].

CoBpemeHHble WM  geMOHCTPUPYIOT  BbICOKYIO
3G DEKTUBHOCTb, WMUPOKUN TepaneBTUYECKUM [uana3oH
M NPU KOPOTKMX (A0 3 Mec) Kypcax Tepanuu obnapator
BbICOKMM npodunem 6e3onacHocTn. OgHaKo Npu AnnTENb-
HOM HenpepblBHOM npueme WM BO3MOXHO pa3BuTUE
ManbabCcopOLMN M HapylweHUs BcCacbiBaHWUS MUKpPoOase-
MEHTOB, BO3pacTaeT PUCK NepPeNoMOoB KocTen, MHPEeKUMn
HKT 1 HUXKHUX AblxaTenbHbIX NyTen, annepruyeckmx peak-
umn y peten [46, 47].

3AK/IIOMEHHUE
Taknum 06pa3om, 0630p COBPEMEHHbIX UCTOYHUKOB NUTe-
paTypbl, COAEPXKALLMX pe3dynbTaTbl UCCNEeA0BaHWUM, MOCBS-

LWEHHbIX NpumMeHeHuto UMM B neguaTpu4yeckon npakTuKe,

no3Boana chopmynmpoBaTh CreayloLme BolBOAbI.

1. UMM asnstoTcs Hanbonee 3aGPEKTUBHLBIMU aHTUCEKpPE-
TOPHbIMKM MpenapataMn ANs Je4YeHUss KUCNOoTO3aBu-
CUMbIX 3a60/1EBaHUI, KOPOTKME KypCbl JI€YEHUS KMC-
NIOTOCYNPECCUBHBLIMU  JIEKAPCTBEHHLIMU CPEACTBaMMU
NPaKTUY4ECKN HEe COMPOBOXKAAKTCH KAMHMYECKU 3HAYM-
MbIMW HeXxenaTenbHbiMu addeKkTamu.

2. N3 3apernctpupoBaHHbiXx B Poccuickon Pepepauuu
MMM TonbKO AXXeHepuyecKkue npenapartbl oMenpasona,
330Menpas3o”a, flaHconpasona u pabenpasona, cornac-
HO K/JWMHWMYECKMM PEeKOMEHAALMSAM MW WMHCTPYKLMAM
Nno NPUMEHEHMUIO NIEKapPCTBEHHbIX CPEACTB, pa3peLleHbl
4NS TPUMEHEHUS B NeanaTpPUYeCcKom NpaKTuKe.

3. TlporHo3npoBaHne UHAMBKUAYaNbHOIrO OTBETA Ha Tepa-
nuto UMM B negnMatpuyecKon NpaKTUKEe OCNOXKHSAEeTCs
TeM, 4TO K HacneaCTBEHHO 0OYCNOBAEHHbIM OCOGEH-
HOCTSIM CKopocTu MeTabonuama WM pgobasnsatoTcs
deHoTunMyeckme n GU3NoONOrMyecKkne ocobeHHOCTH
GYHKLMOHMPOBaAHUS MPOTOHHOrO Hacoca, o6pa3oBa-
HWUS KEeNYAOYHOro COKa M YPOBHSA KUCIOTHOCTH Y AeTen
pa3HOro BO3pacTa, 4YTO aKTyanusupyeT npobnemy
3G DEKTUBHOCTM K 6€30NacHOCTU Ha3HavyeHus nekap-
CTBEHHbIX NMpenapaToB 3TOW rpynnbl U AUKTYET Heo6-
XOAMMOCTb KaK JaNbHEeNWnX CUCTEMATU3UPOBAHHBIX
nuccnefoBaHui, Tak M pa3paboTKM NOAXOA0B K Nepco-
Hann3aunn Has3HaYeHUs NpenapaToB AN5 KaXKAoWn BO3-
pacTHOM rpynnbl.

4. TlpoBeAeHHbIM 0630p nuTepaTypbl CBUAETENLCTBYET
0 HeoAHO3HaYHOM OTHOWEHWM K npenapataMm AaH-
HOW rpynnbl B neavaTpuyeckon npaktuke. Oco6eHHOo
3TO KacaeTcs BO3PacTHbIX OrpaHUMYyeHui pasinyHbIX
[XEHEPUKOB M HaNUyMsa MNOKa3aHUM B MHCTPYKLMAX
K UX NpuMeHeHuto. Taknum obpas3om, B cay4dasax npu-
MeHeHus UMM y geten y Bpadva-crneymnanmcta AOSKeEH
OblTb apceHan MeTOAMYECKUX MOAXOA0B, NOBbIWAKLLNX
3bbEKTUBHOCTL U 6€30MNacHOCTb Ha3Ha4vYeHusa npe-
napaToB 3TOM rpPynnbl, B TOM YUCE U NPU Ha3HAYEHUU
off-label. TaKUM MHCTPYMEHTOM MOXET CTaTb MPUMEHE-
HWe mMeToLoB dapMaKOreHeTUYeCcKOoro TeCcTMpoBaHus,
NO3BONAIOWEr0 Ha OCHOBaHWUU WM3YYEHUA WHAMBKUAY-



anbHblX 0COB6EHHOCTEN pebeHKa CyLeCcTBEHHO NOBbI-
CUTb 3PPEKTUBHOCTb aHTUCEKPETOPHOM Tepanuu,
yBENNYNTb NEPUOS PeEMUCCUM 3ab0NeBaHnin U cylue-
CTBEHHO CHM3WUTb YUCNO HEBNAroNPUATHbIX MOBGOYHbIX
apPeKTOoB.
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bone3Hb HaKomnJieHUsa rnuKkoreHa lb Tuna:
coBpeMeHHOoe NoOHMMaHUue naTtoreHesa
HEUTPOMNEHUU U NEepPCNeKTUBLI ee J1IeYeHUs
aMnarnnda03UHOM

ABTOp, OTBETCTBEHHbIA 32 NepPenucky:

CypKoB AHapei HukonaeBny, BOKTOP MEAWULIMHCKMUX HayK, 3aBelyloLnii OTAEeNeHeM racTPO3HTEPONOrUK CTaloHapa ANs AeTei, 3aBeyloLuit 0TAenom
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Appec: 117593, MockBa, JIuToBcKuit 6ynbeap, 4. 1A, Ten.: +7 (916) 656-31-27, e-mail: surkov@gastrockb.ru

bonesHb HakonneHus ramkoreHa Ib tuna (BHIT Ib) — 3a6osneBaHue w3 rpynmnbl HacaeACTBEHHbIX 60/e3Her obMeHa
BeljecTB, 006yC/IOB/IEHHOE HEAOCTAaTOYHOCTLIO I1I0K030-6-pocpaTHoro TpaHecnopTepa (G6PT, SLC37A4), KoTopasi np1BO-
AT K HapyLIEHNIO KaK IIMKOreHoIM3a, TaK U [JIIOKOHEOreHe3a M1, KaK CefCcTBUE, K M36bITOYHOMY HaKOMIEHUIO [JIMKOreHa
M KMpa B NEYEHM, MOYKaxX U CaAN3UCTON 060/104KE KMLIEYHMKAE. OCHOBHbIE KIIMHNYECKME MPOSIBJIEHUS U 1a60paToOpHbIE AaH-
Hble BKJII04AKT 3a[EPXKKY pocTa, renatoMerasaunio, rmnorimkemMuio, 1aKtataumaos, runepypuKeMmI0 n runepannuaemMmio.
OcC/10XKHEHNUAMM JaHHOro 3a60/1eBaHNs AB/SIOTCS renaToLe/ospHas ajeHoMa ¢ BO3MOXHbLIM PUCKOM MaaurHu3aumm,
Hepponatnsa u octeonopod. Crneunpunyeckuit npudHak BHI |Ib — HenTponeHus ¢ HapylweHnem QyHKUMM HENTPOOUIIOB,
cosjarolyas npeanochlikM K peunanBupyowmm MHQEKUMSIM M pa3BUTUIO BOCMAJIMTE/IbHOro 3a60/1eBaHUsl KULLIEYHMKA.
/Jlo HacToswero BpemMeHn pepmeHTo3amecTutesibHas tepanus bHI |b He pa3paboTaHa, Mo3TOMy OCHOBHbIMM MeToAa-
MM JIeYEHUS SBASIKOTCS crieynann3npoBaHHas umeta ¢ Jo6aBeHNEM CbIpOro KyKypy3HOro Kpaxmana (418 KynupoBaHus
rMMNOrAIMKEMMUM) U TPUMEHEHNE TPaHYI0LMTapPHOIO0 KOJIOHMECTUMY/IMPYIOLEro gaKTopa (415 KyrnupoBaHUsi HEUTPOMNEHUHN).
OagHako HepaBHee ycTaHoBJ/IeHME poau 1,5-aHruapornounTona B natoreHe3e ANCQOYHKUumMn HenTpoguaos rnpu BHI Ib
MPUBEJIO K NepenpopuanpoBaHMIo MOKalaHni K MPUMEHEHNIO AMNArana03MHa — UMHrMbuTopa no4YeyHoro HaTpum-riwo-
KO3HOro KotpaHcrnoptepa 2-ro tmna (SGLT2). B coBpeMeHHO/ antepatype coobljaeTcs 0 He3Ha4yuTesIbHOM, HO BecbMma
ycrewHoMm oribiTe ero npuMeHeHus y naumeHToB ¢ bHI Ib (BHe paMOK opuumasibHbIX MOKa3aHUi K MPUMMEHEHUI0) U 6aaro-
MPUSITHOM BO34ENCTBUM Ha ANCOYHKLMIO HENTPODUIIOB M €€ KIIMHUYECKME NoC1eCTBUSA. Kak Hu CTpaHHO, 3TOT MTMMAOMINKe-
MUYeCKni npenapar yay4lunl He TOJIbKO MeTaboIM4eCKUIM, HO M ITTIMKEMUYECKNI KOHTPO/Ib y naymneHToB ¢ BHI b, Hecmo-
TPs1 Ha TO, YTO B OCHOBE NaTOJIOMMN JIEXKUT XPOHUYECKAas rMNornMKkemms. Bee 60/blue CBUAETENbCTB yKa3biBakT Ha POJib
amnarnnmpao3nHa B peryasumnm KIeTo4HOro romeoctasa (Hanpumep, MeTaboim3ma XUPHbIX KUCOT, I1I0KO3bl, X0/1eCTepU-
Ha, arnornro3a 1 KJeTOYHOM npoandepaumnu, B 4aCTHOCTHU, B NEYEHM) NyTeM BIUSIHUS Ha aKTUBHOCTb cupTymHa 1 (SIRT1),
AM®-aKTnBMpyemon npotenHkmHasbl (AMPK) u curHanbHbIX MOJIEKY/T, TaKMX KaK a-CEPUH/TPEOHNHOBAsI NMPOTEMHKMHAa3a
(Akt) u mexaHn4yecKkas mulueHb panammuymnHa (MTOR), 4TO NPUBOAMT K YJIYHLIEHUIO CTPYKTYPbI M QYHKLIMM MUTOXOHAPUH, CTH-
Mynsiumm aytoarmm, CHUXKEHUIO OKMCIMTE/IbHOIrO CTPEcca M NnoAaBeHUo BocnaneHns. Mogynaums atnx nyten cmeljaet
OKMCAUTENbHbINA METab0IM3M C yr/IeBOAOB Ha IMNUAbI M MPUBOAMNT K KIIKOHEBOMY CHUMKEHMIO YPOBHS MHCY/IMHA, PE3UCTEHT-
HOCTHM K HEMY, ITIIOKO30- M JIMMOTOKCUYHOCTH. B HacTosLemM 0630pe npeacTaB/ieHbl COBPEMEHHbIE JaHHbIE O naToreHe3e
HENTPONEHUU N BO3MOIKHOCTU MPUMEHEHMS aMNarindi03uHa 4115 ee KyrnupoBaHus y naumeHToB ¢ BHI Ib.

Knro4eBblie cnoBa: 60/1€3Hb HAKOMIEHWS [/IMKOreHa Ib Tnna, HEMTPONEHUS, TMIOITIMKEMMS], MIHTMOUTOP MOYEYHOro TPaHC-
rnopTepa rtoKo3bl, 3IMNarnn@I03nH

Ans untupoBaHus: Cypkos A.H., BapaHoB A.A., Hama3oBa-baparoBa J1.C., ApakensiH A.J1., beccoHoB E.E., }ypkoBa H.B.
BonesHb HakonneHns rmMkoreHa b Tuna: coBpemMeHHOe NOHUMMaHWe natoreHe3a HEMTPOMNEHUN U NEPCMNEKTUBLI €€ NeYeHus

amnarnnbnosunHoM. lMeguatpudeckas papmarkonorns. 2023;20(5):498-506. doi: https://doi.org/10.15690/pf.v20i5.2646

BBEJAEHME IOKaNN30BaH BHYTPM MeMOpaHbl 3HAoMJIasMaTU4yecKoro
bonesHb HakonneHwuns rnukoreHa lb tnna (BHI Ib) — peTukynyma. [NoKo30-6-dpocdaTHbIn TpaHcnopTep pery-
peakoe 3aboneBaHune U3 rpynnbl HACNeACTBEHHbIX Hapy- JIMpyeT TpaHCMNopT [IOKO30-6-docdaTa Yeped membpa-
lweHnn obmeHa yrneBoaoB. HactoTa faHHOro 3abonesa- HY 3HAOMNMa3MaTUYECKOro peTUKylyma C nocleaylowum

HusA cocTaBnseT 1 Ha 500 TbiC. XXMBbIX HOBOPOXAEHHbIX TMAPONU30OM TJIIOKO30-6-pocdhaTaszon, 3Kcnpeccupye-
[1, 2]. 3aboneBaHne 06yCcNOBAEHO MyTaUUAMW B reHe MOW B MEYEHM, MOYKax U KULWEYHUKe, 4O TNIoKo3bl [3, 4].
SLC37A4, KogupyloweM rnoKo30-6-dochaTtHbIM TpaHc- Hepoctato4yHOCTb 1IOKO30-6-pocdaTHOro TpaHcnopTe-
noptep (rnKo30-6-docdaTTpaHCNoOKasdy), KOTOPbIN pa NpUMBOAMT K MHIMOUPOBAHUIO KaK MMKOreHonusa, Tak



W TNIOKOHEOreHesa, HapyleHnto meTabonnama roKo3bl,
4YTO HEeraTMBHO CKa3bIBAETCS HA KOHTPOJIE MUKEMUU, NPU-
BOAMT K M36GbLITOYHOMY HAKOMMEHWIO TJIMKOreHa W NUMu-
[I0OB B MeYeHUu, Noykax U CIM3MCTON 06O0SI0HKE KULIEYHMU-
Ka. OCHOBHble KJIMHUYECKME MPOosiBNeHUA 3aboseBaHua:
3ajeprKKa GU3MYECKOro pPas3BUTUSA, «KYKOJIbHOE NULO»
(BcneactBMe M3GLITOYHOTO OT/IOXEHWUS MOAKOXHOM HWUPO-
BOW KneTyaTkuM B 06/1aCTU WeK), 601bWON BbICTYNaAlOLWNI
MBOT, renatoMeranusi, peuuvauMBupyolime 6Gakrtepuasb-
Hble MHbEKLUKU, ocTeonopos. Mpu nabopaTopHOM Uccneao-
BaHWKU BbIABNAIOTCA TMNOMIUKEMUSA, nakTatauuaos, rune-
pypUKEMUS U runepaunuaemMus. Y neten nepBoro roga
WU3HW U MNajLero Bo3pacTta rmnorinkemMmus nposiBnseTcs
y}e nocne 2-4 4 ronogaHus. Kpome Toro, y nauvMeHToB
¢ BHI Ib HabntopaoTCa HENTPONEHUA U AUCOYHKLUMUA HEWN-
TPpOPUNOB, YTO [enaeT MX CKAOHHbIMWU K pPeLuauBUpYLO-
WKUM UMHDEKUMSM, MOpParKeHUAM MOYEernosoBON CUCTEMBI
W BOCNanuTesbHbiIM 3aboneBaHuAM KuweyHuka (B3K) [4,
5]. HenTtponeHuss MoxeT [eb6IOTUPOBaTb MPU POXKAEHUM
WU N03XKe, XxapaKTep ee NN60 LMKIUYECKUI, NMbo NocTo-
AHHbIN, C NEePeMEeHHbIM KIWHUYECKUM TeuvyeHuem [6, 7].
YCTaHOBNEHO, 4YTO KOJIMYECTBO HEUTPOPMIOB CHUXKAETCSH
BBUAY UX OeDEKTHON NPOAYKLMU WU YCUIEHHOTO anonTo-
3a. Hentpodwunbl npu BHI 1b umetoT gMchYHKLUMOHANbHbIN
MeTa60/IM3M, KOTOPbINA Bbl3biBAET HapPYyLIEHNE XEMOTAKCH-

Ca, OKUCNIUTENbHbIN B3PbIB U CHUXEHWE UX BaKTEPULMAHON
aKTUBHOCTH [8].

NMATO®U3UOJIOIUA

Hakonnexnune 1,5-aHrmgpornounton-6-pocodata (1,5-
AG6P) B rpaHynountax HegaBHO Obl10 MPU3HAHO NPUYMUHOWM
ancoyHKuMn Hentpodmnos npu BHI 1b [9]. Ero o6paso-
BaHMe MPOWCXOAMT B pe3ynbTaTe [eWCTBMUS FEKCOKWMHA3
Ha 1,5-anrugpornounton (1,5-AG, 1-4€30KCHUINIOKO3a). ATOT
nosinon, GU3NoN0OrM4eCcKM NPUCYTCTBYIOLWMNI B KPOBU, SBNS-
€eTCs aHa/orom roKO3bl, KOTOpas NMoCcTynaeT U3 MULLEBbIX
WUCTOYHUKOB, U MMEET MOCTOSIHHYIO KOHLIEHTPALMIO B KPO-
BUW, NOAAEPKMBAEMYIO NMOYeUYHbIM KanpeHcom [10]. OgHako
OH TaKXe MOXEeT CMHTE3UPOBaTbCH B pe3y/bTaTe SHAOMEH-
HOM NPOAYKUMK B KuWeYHUKe [9]. U3 unTo30n9 HENTpODU-
nos 1,5-AG6P nop penctBnem GG6PT TpaHcnopTupyeTtcs
B 3HAOMNa3MaTUYECKUIN PETUKYNYM, e MOBTOPHO NpeBpa-
waetca B 1,5-AG ¢ noMoOlLblO [IOKO30-6-pochaTta3Homn
KaTtanutuyeckon cybbeanHuubl 3 (G6PC3), romonornyHon
cy6beaunHuue 1 (G6PC1). Y nuu ¢ otcytctBrem GGPT (BbI3bl-
Batowen BHI Ib) nn6o G6PC3 (Bbi3blBalOLLEN HENTPOMNEHUIO
IV tnna) 1,5-AG6P HakannuMBaeTca B LMUTO30/Ie HENTPO-
dunos, rae uMHrMbupyet npeBpalleHue rnoKosbl B G6P
reKCoKMHazamu. [MOHWMKEHHbIM ypoBeHb GOBP yMmeHblaeT
KOJIMYECTBO [/IIOKO3bl ANA [MMKoNn3a u neHTo3odocdar-
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Glycogen storage disease type Ib: modern understanding
of the pathogenesis of neutropenia and prospects
for its treatment with empagliflozin

Glycogen storage disease type Ib (GSD Ib) — is a disease from the group of hereditary metabolic diseases caused by insufficiency
of the glucose-6-phosphate transporter (G6PT, SLC37A4), which leads to a violation of both glycogenolysis and gluconeogenesis
and, as a consequence, to excessive accumulation of glycogen and fat in the liver, kidneys and intestinal mucosa. The main clinical
manifestations and laboratory data include growth retardation, hepatomegaly, hypoglycemia, lactic acidosis, hyperuricemia and
hyperlipidemia. Complications of this disease are hepatocellular adenoma with a possible risk of malignancy, nephropathy and
osteoporosis. A specific sign of GSD Ib is neutropenia with impaired neutrophil function, which creates prerequisites for recurrent
infections and the development of inflammatory bowel disease. Until the present, enzyme replacement therapy of GSD Ib has not
been developed, therefore, the main methods of treatment are a specialized diet with the addition of raw corn starch (for relief of
hypoglycemia) and the use of granulocyte colony stimulating factor (for relief of neutropenia). However, the recent establishment
of the role of 1,5-anhydroglucitol in the pathogenesis of neutrophil dysfunction in GSD Ib has led to a reprofiling of indications for
the use of empagliflozin, a type 2 renal sodium—glucose cotransporter inhibitor (SGLT2). In the modern literature, it is reported
about a minor, but very successful experience of its use in patients with GSD Ib (outside the framework of official indications
for use) and a beneficial effect on neutrophil dysfunction and its clinical consequences. Oddly enough, this hypoglycemic drug
improved not only metabolic, but also glycemic control in patients with GSD Ib, despite the fact that the pathology is based on
chronic hypoglycemia. More and more evidence points to the role of empagliflozin in the regulation of cellular homeostasis (for
example, fatty acid metabolism, glucose, cholesterol, apoptosis and cell proliferation, in particular in the liver) by influencing the
activity of sirtuin 1 (SIRT1), AMP-activated protein kinase (AMPK) and signal molecules such as -serine/threonine protein kinase
(Akt) and a mechanical target of rapamycin (mTOR), which leads to an improvement in the structure and function of mitochondria,
stimulation of autophagy, reducing oxidative stress and suppressing inflammation. Modulation of these pathways shifts oxidative
metabolism from carbohydrates to lipids and leads to a key decrease in insulin levels, resistance to it, glucose and lipotoxicity.
This review presents current data on the pathogenesis of neutropenia and the possibility of using empagliflozin for its relief in

patients with GSD Ib.

Key words: glycogen storage disease type Ib, neutropenia, hypoglycemia, renal glucose transporter inhibitor, empagliflozin
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HOro nyTu. B cBOtO o4epeab, CHUKEHUE BbipabOTKKU afeHo-
3uHTpUdochaTta B pesynbraTe MMuKoaM3a BAMSET Ha Npo-
LOMMKUTENBHOCTb XWU3HU HeWTpodMnoB, a HegocTaTtovHas
NPOAYKUMUS HUKOTMHamMuadeHuHanHyKkneotnadocdara H
B pamMKax neHTo3odocdatHOro nytv CTUMYIMPYET OKMC-
NUTENbHbIV B3pbIB. KpOoMe TOro, CHUMeHHas AOCTYMHOCTb
ypuanHandocdarta rnoKo3bl NpenaTcTByeT o6pas3oBaHMio
rMUKAHOB U MWKO3UNNMPOBaHUIO 6enKoB [9].

UccnepnoBaHusa in vitro

M. Veiga-da-Cunha u coaBT. (2019) ncnonb3oBanu
KNlaCTEPU30BaHHYIO PEryisapHO 4YepeayloLlyca cucte-
MY KOPOTKMX MalnHAPOMHbIX noBTopoB (CRISPR-Cas9)
4NA NONYyYeHUS KNETOYHbIX NIMHWIA YenOoBEYECKOro reH-
TUHITUH-accounnpoBaHHoro npotenHa 1 (HAP1) ¢ pedwu-
umMtom GBPC3 wunu G6PT, 4yToGbl MccneaoBatb, NPUBOAUT
M ux geduumt K HawkonneHuto 1,5-AG6P. [Jo6aBneHune
1,5-AG K nuTaTenbHoW cpeae NpMBOANIIO K 10303aBUCUMO-
My HakonneHuto 1,5-AG6P B KNeTOYHbIX TMHUSAX ¢ AedULm-
ToM G6PC3 unun G6PT, B TO BpeMs Kak ero ypoBHU B KneT-
Kax OMKOro Tuna octaBanucb npumepHo B 100 pa3 HuxKe.
310 nNpoaemoHcTpupoBano, 4to 1,5-AG docdopunupyetcs
B 1,5-AG6P, 1 noaTBepanno runotesdy o ToM, 4To Kak GGPC3,
Tak u G6PT Heobxoaumbl ans ruaponusa 1,5-AG6P [9].
Kpome TOoro, B COOTBETCTBMMU C Maeen o Tom, 4yTo 1,5-AG6P
MOXET MHrMbMpoBaTb NEPBYD CTafAUIO [MKOAU3a NyTem
6/I0KMPOBaHUS reKCoKMHasbl 1 (Kak paHee OblN0 NoKalaHo
B rofloBHOM mog3re) [11], aT0 NpMBOAMUT K 3HAYUTESIbHOMY
CHUMEHMIO KOIMYEeCTBa NPOMEXKYTOUHbIX MPOAYKTOB MMMUKO-
nm3a (G6P, ¢pyKT030-6-P, pn603a-5-P, 6-pocdornokoHaT
n dpyKkT030-1,6-61cdocdarT).

TokcuyHoCcTb 1,5-AG 6blna BnepBble NPOAEMOHCTPHU-
poBaHa Ha WMMMOPTaNM30BaHHOM JIMHWKM KNETOK-npeawe-
CTBEHHWKOB HENTPODMNOB OT Mblllen ¢ ageduumtom GEPC3,
Yy KOTOpPbIX GU3nonornieckme KoHueHTpaumm 1,5-AG B Kynb-
TypanbHOM cpeae Bbi3blBanu MaccoBoe Hakonaexwve 1,5-
AGG6P, a TaKXe CHUXeHWe KoHLeHTpauun G6P, akTMBHOCTH
rMUKONAN3a, BbIXKMBAEMOCTU HENTPODUNOB U KNETOYHYIO
rnéenb [9].

UccnepoBaHua in vivo

B nevkouutax y 3 nauMeHToB ¢ HEMTponeHnen Ha doHe
nebvumta G6PC3 unn GBPT BbigBNEHaA KOHLEHTpauus
1,5-AG6P, B 500 pa3s npeBbllwalollas KOHTPoNbHY. Kpome
Toro, cogepxaHue 1,5-AG6P B HenTpodumnax 6bi10 Bhille,
4eM B MOHOHYKJ/eapHbIX KNeTKax nepudepmnyeckon Kposu
y TeX e nauueHToB. ITU pelynbTaTbl cornacylTes ¢ nae-
en o ToM, 4to G6PT n G6PC3 y4yacTBylOT B MeTabosmM3me
1,5-AG6P B HenTpodunax 4enoBeKa 1, Koraa oHun fePeKTHbl,
1,5-AG6P HaKkannvBaeTcs B LUMTO30/€ U MHIMOUPYET rek-
COKMHa3bl. CnegoBaTenbHO, BO3HUKalOWas HEWTponeHus
AaBnseTcs pesynbratom gedbuumTa BoccTaHOBNIEHMA MeTabo-
NINTOB, BbI3BAHHOIO HECMOCOBHOCTLIO YAANWUTb HEKNaccuye-
CcKkuit meTabonut 1,5-AG6P [9].

COBPEMEHHbLIE METOibl IEYHEHUSA BHI IB TUNA

AcneKTbl MUTaHUA

[OneTnyeckoe nevyeHue HBASETCHA «KpaeyrosbHbIM
KaMHeM» BeAeHus nauueHtoB ¢ peduuntom GBPCL
n GBPT, HanpaB/ieHHbIM Ha NpeaoTBpPalleHne TMNOrInKe-
MUM U MUHUMWU3ALMIO PUCKA HEBPOIOTMYECKUX OCNOMKHE-
HWW, TAKMX KaK 3aAeprKKa NCMXOMOTOPHOI0 pa3BUTHS, Cyao-
poru u netanbHbiM ncxod. Aunetotepanusa npu BHI la n BHI
Ib naeHTMYHa, HO NoCNeaHUM B CBA3KM C NpPeapacrnofioxeH-
HOCTbI0 K B3K He0o6X04MMbl AONONHUTENbHbIE OFPaHUYEHUS.
OTKaz oT ronofgaHust — 3To Nnepsas NUHUSA NevYeHus nyTem
4acToro ynotpebieHns BbICOKOYreBOAHON AMETbl C HUSKUM

cofepKaHUEeM upa, AOMONHEHHOM CblpblM KYKYPY3HbIM
Kpaxmasnaom [2, 12]. Ha nepBOM roay *M3Hu HOYHbIE MPUEMbI
MUWKU MOTYT 6blTb 3aMeHEHbl HENPEPbIBHbIM 3HTEPanbHbIM
nuTaHWem Yepes HasoracTpanbHblM 30HA WAM FAcTPOCTO-
My. Mpu 3TOM XMpyprudeckas racTpocToMMUS JOSIKHA ObiTb
BbINOSIHEHA BO BPEMS TEPANUU rPaHyNOLMTAPHBLIM KONOHKWE-
ctumynupytowmnm gaktopom (-KCP) ¢ uenbio MMHUMU3aL MK
pUCKa pasBUTUS MECTHON MHDEKLMM MK NIOXOr0 3axKuBe-
HUS paHbl [5]. IkcnepTbl AMEPUKAHCKOM KONNErnm MeamnLUmH-
CKOM FEeHETUKM W FTEHOMWMKM pEKOMeHAylT obecneynBatb
HOYHYIO 3HTEepanbHyl0 MHOY3WUKO OKO3bl CO CKOPOCTbIO
8-10 Mr OKO3bl/KI/MWUH Yy MNageHueB n 4—8 mMr rioKo-
3bl/KI/MWH Yy aeTen 6onee crtapwero Bo3pacTta. CyTOYHbIN
Kanopax Ao/mKeH cocTosaTb Ha 60-70% w3 yrneBofos,
10-15% u3 6enkoB M < 30% M3 xupoB. [o3a cbliporo
KYKYPYy3HOro Kpaxmana noaéupaetca M3 pacyeta 1,6 r/Kr
(MpeanbHas macca Tena) Kaxaole 3—4 4y geten mnagwero
Bo3pacTta U 1,7-2,5 r/Kr kaxkable 4—6 4 y 60ofiee cTaplumx
nauneHToB. HEKOTOpbIM B3POC/bIM MOXET noTpe6oBaThes
OAHOKpaTHasa Ao03a Kpaxmana nepej CHoOM Ans noaaepa-
HUS TAMKemuun > 70 mr/an (> 4 MMonb/N) U YPOBHS NakTaTa
< 2 mMonb/n. OgHaKo, MCX0Aa M3 NPUBEAEHHbIX Bbllle
peKkoMeHAauunn, AN AOCTUXKEHUS HOPMOIIMKEMUU B Teye-
HME CYTOK HOYHOW M OHEBHOW PEXMMbl KOPMJIEHUS 3aTem
LOMKHbI NOAGUPaTLCSH MHAMBUAYANbHO, UCXOAS U3 pe3yib-
TaTOB MOHWTOPUHIA YPOBHS MIOKO3bl B AMHaMUKe. CneayeT
NPOBOAMTb TWATENbHbIA MOHUTOPUHT FMKEMUKU U MeTabo-
JIMYECKMX NapameTpoB BO M36EexaHWe nepexkapmavBaHus
M YPE3MEPHOro SIeYeHUs, KOTopble MPUBOAAT K TMNEePUHCY-
JIMHEMUU, WHCYIMHOPESUCTEHTHOCTH, OXMPEHUIO U aedu-
UMTYy nuTaTenbHbix BeulecTB [5]. B cnyvyae B3K moxer
noTpe6oBaTbCqd HEMNPEepbIBHOE 3HTepasbHOe nuTaHue
C MCNOMb30BaHWEM 31E€MEHTapHOM AMETbl C NOAMMEPHOW
dopmynon [13, 14] 1 MUHUMASbHBLIM KOJIMYECTBOM ChIPOro
KYKYPY3HOro Kpaxmana, Heo6XoAWMbIM ANS AOCTUMKEHMSN
rMUKEMUYECKOTO M MeTaboNM4EeCKOro KOHTPOS, YYnTbiBas
ycyrybnsatouiee AencTBre Kpaxmana Ha TedeHne B3K [15].

IpaHynouyuTapHbIn

KOJIOHUECTUMYIUPYIOLW UK paKTop

CoBpeMeHHOoe leYeHne MMMYHOSIOTMYECKUX HapYLLEHWNI
npu BHI |b OoCHOBaHO Ha MOAKOMHbIX MHbeKuuax -KCP
B HayallbHOW [03e 1 MKI/KI eXefHEBHO WA C 4epeno-
BaHMEM B TeYeHUE HECKONbKUX AHEN B clyyae TSXenou
NEepPCUCTUPYIOLLEN HEUTPOMNEHUU, YrpoOXKaloWen HKU3HMU
MHbeKLUUK, BepudunumpoBaHHoro B3K nnu taxenon anapen,
Tpeobylolen rocnuranndaumm Unm HapyLaooLwen NPUBbIYHbIN
o6pa3s ¥u3Hu [16, 17]. o3y -KCD cnepgyeT nocreneHHO
yBenM4MBaTbh A0 [AOCTUIKEHUS KonuyecTBa HenTpodunos
0,5-1,0 x 109/ [5]. OaHako xoTs [-KC®P n cnocobeH BoC-
CTaHOBUTb KONMYECTBO HEUTPODPUNOB, OH HeadDEeKTUBEH
npu mx aMcohyHKumu [8]. Kpome Toro, ero yacroe npume-
HEHWE MOXEeT YCYrybuTb CrJeHOMErasamito U OCTEONEHUIo
[18], yBENNYUTb PUCK 3/10KAYECTBEHHbIX HOBOOGPA30BaHMUM
(OCTPbIN MUENOWAHBIN NEeNKo3 1 Muenoancnnasns) [18-20].

AmnarnudpnosuH

IMNarnudno3nH — MHIMOGUTOP NMNOYEYHOro HATPUM-TIIO-
KO3HOro KoTpaHcrnopTtepa 2-ro Tuna (SGLT2), npoTMBoAu-
abeTn4yecKkun npenapat, MHrMbUpyoWMn peabcopbLUto
rNIOKO3bl MNOYKaMW, Bbi3blBAOWMWIA BblBEAEHUE [IOKO3bI
W APYrux caxapoB y NauMeHToB ¢ AnabeTom U HOPMOTIMKe-
muen. 1,5-AG 06bl4HO PunbTpyeTes B Ky6oyKax n peabcop-
61pyeTca B MPOKCMMasbHbIX MOYEYHbIX KaHanbLax crneuu-
PUYECKMMU aKTUBHbIMK TpaHcnopTepamu [21]. MocKonbKy
peabcopbuns 1,5-AG KOHKYPEHTHO WMHIMOUPYETCH [JOKO-
30M [22], naTonornyeckne CoCTosHUS, CONPoBOXKAatoLmnecs



NOBbIWEHHOW T[IOKO3YpUen (Hanpumep, HEKOHTponupye-
MblI AnabeT unm npUMeHeHne nHrnémutopoB SGLT2), npuBo-
OST K yBENMYeHnto akcKpeummn 1,5-AG ¢ MOYOM U CHUMKEHMIO
€ro KOoHLEeHTpaLuun B KpoBu [8, 23-26].

M. Veiga-da-Cunha v coaBT. (2019) npogeMoHCTpUpoBa-
NM, 4TO BBeAeHue amnarnMdnosnHa molwam ¢ gedpuumTom
G6PC3 6bIn0 HanpaBfieHO Ha CHWXXeHune ypoBHA 1,5-AG
B KPOBW WM BHYTPUKNETOYHbIX YypoBHen 1,5-AG6P, a Takxe
Ha HopManu3aumio KonmyecTsa HenTpodunos. M Hao6opoT,
BBeaeHue 1,5-AG nosbiwano yposHu 1,5-AG6P 1 npoBouu-
poBano OCTaHOBKY CO3peBaHWs HENTPODUIOB C Hakonne-
HMeM npomuenoumTos [9].

Bo3amoxxHocTtu Tepanuu BHI Ib Tuna

amnarnupao3uHoOm

S.B. Wortmann u coaBT. (2020) Ha3Ha4anu amnarnmo-
NI03UH BHE paMOK 0bu1LManbHbIX NOKa3aHUM K MPUMEHEHUIO
4 naumneHTam ¢ BHI 1b (3 getam u 1 B3pocnomy), MMEBLUUM
HeJoCTaTO4HbIN oTBET Ha [-KCP, ang neyeHms HENTPONEHUM
N amcohyHKkummn HenTpodunos [8]. MoBTOPHOE NPUMEHEHUE
amnarnudnosnHa B gosnposke 0,3-0,7 Mr/Kr/cyT NnpuBeno
K CHUXKeHUto ypoBHA 1,5-AG B cbiBOpPOTKE KpoBu 1 1,5-AG6P
B HeWTpoduMnax B Te4eHne oaHOro Mecsua, 1 y naunMeHToB
HabNoAaNnoCh KAMHUMYECKOE YyNnyylleHne B BUAE YMEHb-
WEeHNA CUMNTOMOB pPeLuanBUPYIOWUX MHPEKLMA U nopa-
EHUN CNU3nUcTbix o06onovyeK, pemuccnn B3K. Bo Bpems
fle4eHnss CUMNTOMaTUYeCKOM TMNOMMKEMUKN He Habnga-
nocbk. BBegeHue I-KC® 6bino npeKkpalieHo y ABYX NaLuneH-
TOB Y MOTN0 6bITb YMEHbLEHO Ha 81 1 57% y ABYyX Apyrux
COOTBETCTBEHHO. KOnnMyecTBO HENTPODUIOB YBENNYMUNOCH
n ctabunuadvposBanocb y Bcex 60nbHbIX. Hopmanusaums
OKWUCAUTENBbHOIO B3pblBa HeWTpodUNOB, XemMoTaKcuca,
6aKTeEPULMAHON aKTUBHOCTHM U FMKO3UAINPOBaHUS 6eNKOB
cBMAeTeNbCTBOBA A O KOPPEKLMN AUCDYHKLMM HENTPODHU-
nos [8].

MNo3aHee S.C. Griinert u coaBT. (2020) coob6uianu o npe-
KpauieHun npuema I-KCP Ha dpoHe Tepanuu amnarnndno-
31MHOM Yy 35-neTHero nauneHta ¢ BHI Ib ¢ conyTcTBYIOLWMM
yAyyleHNeM 3aXKUBNEHUS paH U KynMpoBaHMeM CUMNTOMOB
B3K 6e3 no6o4Hbix apdeKToB [27].

A. Rossi 1 coaBrT. (2021) onucanu 14-neTHero nauveHTa
¢ BHI b, meBLero Taxenyto ¢opmy B3K, KoTopbit Ha poHe
npuema amnarnudnosnHa OTMETUN YiydlleHUe KIuHu4Ye-
CKMX CMMMNTOMOB M YPEXEHME 4acTOTbl CTyNa B Te4EeHUe nep-
BOW Hejenu Tepanuu v HOpManu3auuio neanaTtpuyeckoro
MHAEKca aKTMBHOCTU 60ne3Hn KpoHa (PCDAI) B TeyeHue
nepBoro mecsua. 3Ha4YnTEIbHOE CHUXKEHWE aKTUBHOCTHU
3a6oneBaHna OblI0 MOATBEPKAEHO MO AAHHLIM MarHuT-
HO-pe30HaHCHOW TomorpaduuM opraHoB O6PIOWHOW MNONO-
CTW Yeped 3 Mec NeyeHus, pesynbraTbl MMCTONOMMYECKOro
nccnefoBaHmsa CAM3UCTON 06010HKM KULLKKM CBUAETENLCTBO-
Ba/M O CHWXXEHUKU BOocnaneHus vyepes 5,5 mec. [Jo3nposKa
[-KC® 6bina cHM)KeHa. TaKkKe Obl10 OTMEYEHO yny4ylleHne
MeTab0oNMYECKOro KOHTPOIS — CO06LWanocb 0 CTabubHbIX
KOHLIEHTpaLUMaX lakTaTta, HopManmM3auun ypoBHS TpUrMLLE-
pPUAOB M KYNUPOBaHUW rUNepypukemun. OyHKUKUSA neyeHu
M rnoyek 6blna HopManbHOU, MNO60YHbLIX 3GDEKTOB OT Tepa-
nuK He onucaHo. YenewHoe nevyeHne B3K, BeposiTHO, OKasa-
110 NONOXKUTENBHbIN 3GDEKT HA METABOTMYECKUIN KOHTPOJb,
YTO CBSI3AHO C yNny4lleHWeM BCacCblBaHWUS MMIOKO3bl B KMLLEY-
HUKe U cTabunusaumen KuwevyHoro Mmkpobuoma [28, 29].
Bce 370 B COBOKYNHOCTW, 6€3YCNOBHO, yny4luao obliee
ncuxocoumanbHoe 6narononyyune nauuneHTa [28].

B apyrom coob6uieHnn 6b110 NOATBEPKAEHO, YTO amMMa-
rMMPNO3UH MONOXKUTENbHBIM 06Pa30M BAUSN Ha HENTPO-
neHunto, AUCHYHKLUMIO HeRnTpodunoB U cumnTombl B3K
y pebeHKa, cHuxaa ypoBeHb 1,5-AG B CbIBOPOTKE KPOBU

6e3 ycyrybieHus anuM304MYEeCKOM FUMNOrMKEMUM B paM-
Kax BHI Ib [30]. AHanornyHble pesynbTatbl GblIM ONUCaHbI
y 35-neTHero nauueHTta, KOTOPOMY YyAanoCb CHU3WUTb A03Y
[-KC®; o cnyyasx runornaMkemMmuun He cooblanoch [22].

M. Kaczor n coaBT. (2022) onvcanu KNnH1U4ecKoe Habto-
aeHue 4 geTen, nonyyasBlnx aMnarnMdno3nH, NoKasas ero
NONIOXKMUTENbHOE BIMSIHWE Ha YpEeXeHWe 3nuM3040B MHbEK-
UM, ynyywenue tedeHns B3K u 3arkmBnexHue paH. [-KCP
Obl1 OTMEHEH NN6O Ke YMeHblleHa ero Ao31poBKa. Y Tpex
AeTel WM3HayvanbHO OTMEeYanuCb YacTble TMMOorIMKeMuye-
CKMe cocTosHMs B paMKax BHI™ |b, KoTopble Bnocneactsmum
OblIN CKOPPEKTMPOBaHbl. B ganbHenwem Ha ¢oHe npwu-
eMa amnarnMdnosnHa ToNbKO Y 04HOro NnauueHTa Bo BpeMs
nleyeHns nNpousowen eAUHUYHbIA 3MM30[4 TUNOrMKEMUMH,
CBfI3@aHHbIN C 3a1€PKKOM NpMemMa NuLLM Ha Houb [31].

S.C.Griunertu coaBrT. (2022) coo6uanu 0 61aronpuUaTHOM
npUMeHeHnn amnarnndao3nHa y 6epeMeHHON MauneHTKU
¢ BHI Ib: nocKonbKy rMKEMUYECKME MNOKasaTtenu Oblnu
04YeHb HecTabu/ibHbIMKM B MEpBble Hedenn rectauuu, o3a
npenapaTa, y4yuTbiBas €ro runoriMKkemuyeckunn adpodekr,
Oblla CHUXEHa, 4YTO, OAHAKO, BblI3BaNO PeunanB nopaxe-
HUS CNN3MCTOM 060/I0YKM POTOBOW MOJSIOCTU, B CBA3U C YEM
Oblla BOCCTaHOBNEHa NpeXKHAS 403MpoBKa. [ocne Kecape-
Ba CeYeHus rpyaHoe BCKapMIMBaHWE NPOLOIKaNoCh pery-
napHo. OgHaKo gake y Apyron 3aperncTpupoBaHHOM nauum-
€HTKKM, KoTopas He nosnyyana amnarnMdnosnH A0 POAOB,
BO Bpemsi 6epeMeHHOCTU Habnganacb peumansupytowas
nerkas runoriaMkemus, nexkawaa B ocHose BHIM Ib Ttuna,
4yTo TpebGoBano BBeAeHUs MNoKo3bl. [pumeHeHne -KCP
Obl1I0 NPEKpaLLEHO Y 06EUX KEHLMH B CBA3K C HOpManu3a-
LlMen Konmyectsa HENTPOPUIOB 1 yCNEeLWHbIM 3aXNBIEHWEM
paH Ha GoHe nevyeHns amnarnudnosvHom [32].

R.K. Halligan u coaBT. (2022) coo6wmnun o rpynne n3 8
neguaTpuyeckmx naumeHtoB ¢ BHI |b, nony4yaBlmx nede-
HWe amnarnndno3nHOM, cpeaHMIn BO3pacT KOTOPbIX COCTaB-
nan 7,8 roga (amanasoH 1,5-15,8): 66110 NOKa3aHO Mono-
UTENbHOE BAMSIHWME Ha QYHKLMIO HEMTPODHUIOB, aHEMMIO
N pocT. YpoBHu 1,5-AG B nnasme CHW3WUIUCb B CPeEAHEM
Ha 78%. Y NonoBWHbI NaUMEHTOB MOC/ie Hayana neyvyeHus
Habnganncb 3NU304bl TMNOMIMKEMUK, @ Y OAHOro Mauu-
eHTa — TUMNOMMKEMUYECKME CYAOPOrK, YTO, BO3MOXKHO,
CBSI3aHO C rMMNOrMMKEMUYECKUM ahdEKTOM amnarnndnosn-
Ha. OAHaKO MpPU CHWXXEHMKM JO3bl NpenapaTta U yBelnyeHum
notpebneHns yrneBoLoB rmnornMkemus 6oina KynuposaHa.
Y nauueHToB Habnoganucb yayylweHue MefuaHbl z-score
no pocty u UMT, a TaKkxe cTabu/ibHbli MeTabOoSIN4eCKUM
KOHTpOAb [33].

J. Bidiuk un coaBrT. (2022) onucanu 2 B3pocibix — 6pa-
Ta n cectpy — c¢ BHI Ib. MNocnegHsas cTpagana cepaed-
HOM HEAOCTaTOYHOCTbIO, NevyeHne amMnarnndao3nHOM Mnpwm-
BE/0 K YMEHbLEHMIO BbIPaXEHHOCTU KapauoMuonaTuu,
4YTO NO3BO/MUIIO COKPATUTL 06BEM KapAMONOrM4ecKon Tepa-
MU ¥ OTMEHWTb AMNEPEHOH; O CUMNTOMATUYECKOMN MMNOMN-
KeMWUK He coobLanoch. TaKKe yaanocb CHU3UTb JO3UPOBKY
-KC® 1 yMeHblIMTb KONMYECTBO Npenapatos ANs fedeHus
COMYTCTBYOLWMX KIIMHUYECKUX COCTOSHMI. Y ee BpaTa, KOTo-
pbit cTpagan HLA-B27-nonoxUTeNbHbIM apTPUTOM U CUHY-
COBOW TaxuKapauen, amnarnudnosnH No3BOAUA OTMEHUTb
KOPTUKOCTEPOMbI U YMEHbBLUIMTL 06bEM aHTUAPUTMUYECKOMN
Tepanuu 6e3 U3MEHEHWI MMUMKEMUYECKOro KoHTpons [34].

Z.Hexner-Erlichman un coaBT. (2022) coobuwanu o 2 nauu-
eHTax (17 » 8 neT), KoTopble nonyyann amnarnudao3vH
B TeyeHne 18 n 24 mec COOTBETCTBEHHO. JleyeHue 6bIn0
6e30nacHbIM U 3OGDEKTUBHBIM, HYTO Bblpa)kalocb B HOpMa-
NIM3auMKn KoMYecTBa HENTPOOMNOB U UX PYHKLMK, a Tak-
e Cnoco6CTBOBANO pa3peLlleHnto MOParKEHUN CAU3UCTbIX
060/104€eK U ynyyweHuio Tedennsa B3K nocne npekpalieHuns
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npuema -KC®. Y o6oux naumeHToB He 6biN0o 3aperncTpu-
POBAHO HW OJHOrO criyyas rMNOrIMKEMMUMU, KOTOPblIE MOIIK
6bl BO3HUKHYTb Ha ¢poHe npumeHeHuss SGLT2, yuuTbiBas
reHeTUYEeCKYI0 NPeapacnoNOXeHHOCTb K HU3KOMY YPOBHIO
rnoKo3bl npu BHI 1b [35].

Mcnonb3ys Heuenesoe MeTabosoMHOe npodbuanposa-
Hue, E. Tallis u coaBT. (2022) Habnoganu 3a NevyeHUeMm
amnarnndno3nHom 11-neTHen AEBOYKM MOCNE CHUKEHUS
ypoBHA 1,5-AG; OAHOBPEMEHHO YNYYLWMWINCb KOMMYECTBO
HENTPOPUNOB M MX GYHKUMSA, a TaKkxe cumnTombl B3K
npu CHUXeHun ao3bl M-KCP. JosnpoBKa amnarnMdpnosnHa
6blfla CKOPPEKTUPOBAHA B CBA3M C apTpanrnem, Ho o Apyrmnx
no6o4yHbIX 3addeKTax He coobuianocb. BaxKHO OTMETUTD,
4TO y pebeHKa yny4ylwunacb TONEPaHTHOCTb K ronodaHuio
[36]. HeueneBas MeTabo/NOMMKa TaKKe MNoKalana Moau-
duUKaumm apyrux MeTabosiM4ecKkux nytem obmMeHa nunuaos,
0 4YeMm paHee coobuanock y nauneHtoB ¢ BHI Ib [37], u cBa-
3aHHOEe ¢ aMNarMdNO3nHOM yayyleHrne Apyrux napame-
TPOB MeTabOo/IM4eCKOro KOHTPOS, TaKUX Kak ypaTbl U Npo-
MEXYTOYHblEe MPOAYKThI ypaToB [36].

Kpome TOro, HegaBHO ObliM OMNYy6AMKOBaHbI Pe3yib-
TaTbl MHOrOLEHTPOBOr0 uMccneaoBaHns 6e30MacHOCTH
n apPeKTUBHOCTM amnarnudnosunHa y naymeHtos ¢ bHI Ib.
KnnHuyeckne aaHHble oT 112 naumeHToB 13 24 cTpaH Gbin
cobpaHbl C MOMOLLbIO MEXAYHAPOAHOrO PETPOCMEKTUBHOIO
onpocHuKa. Mprem amnarnmdnosnHa 6bi1 HavaT B cpefHeM
Bo3pacte 12,8 roga (ananasoH 0-38), B 60/blUMHCTBE
cnyvyaeB < 18 net. CpeaHsaa NPOAOMKUTENbHOCTb NeYeHus
cocTtaBuna 10,1 mec (aMana3oH < 1-27), a cpeaHss nosa —
0,35 mr/kr/cyT (ananasoH 0,1-0,9). MNauneHTbl oTMeYanu
ynyylleHne COCTOSHMS MPU MOParKEHUSIX CAN3UCTbIX 060-
NOYEK, peunanBupyowmnx MHbekumax m cumntomax B3K.
M3 Hux 5% npekpatuaum npuem I-KCP, a 17% cHMU3UNKN 103MK-
POBKY. lMNornMkemus 6olna 3aperucTpupoBaHa y 18% naum-
€HTOB M He Oblfla CBf3aHa C YacToTow npuema npenapaTa.
Ewe pa3 o6paTtMm BHUMaHWE Ha TO, YTO HWU3KWUI YPOBEHb
FMIOKO3bl B KPOBWU SABASETCA 4aCTOM HaxOAKOM y nauumeH-
ToB ¢ BHI" Ib, N03TOMY Ha OCHOBaHWKW NONYYEHHbIX AaHHbIX
aBTOpbl HE CMOrW ONpeAeiMTb, CNoCcO6CTBOBAO M eve-
HWe amnarnMdnosnHom aTnum anudogam. O nakToauuaose
coobuanocb Yy 5% 60nbHbIX (5 AeTen, 1 B3pOCbIi), KOTOPbIM
notpe6oBanacb rocnutannadaums. OauH n3 B3pOCaAbIX NaLm-
€HTOB TaKXXe ABaAbl rocnutanndupoBascs B OTAENEHWe
WMHTEHCMBHOM Tepanuu No noBoAdy KeToauuaol3a Ha doHe
TEeYeHUs1 OCTPOro racTPoaHTepUTa U 06e3BOXKMBaHKUS [38].

MepcneKTUBbI NpUMeHeHua amnarnudnosuHa npu

APYrux TMNax 6osnesHen HaKOMJIEHUSA MMKoreHa

Y nauneHtoB ¢ BHI la HabnwogaeTcsa cteato3 NneyveHwu,
NMOCKOJIbKY HakonneHne G6P B aHA0MNa3MaTMYeCKOM PETH-
KynyMe aKTuBupyeT nunoreHe3 [39] u y4yacTByeT B MUTO-
XoHApuanbHoOM cTpecce [40] n Pe3UCTEHTHOCTU K UHCYINHY
[41, 42]. Kpome Toro, y naumeHtoB ¢ BHI la noBbileHHbIN
YPOBEHb aLMIKAPHUTUMHOB B MJa3mMe KPOBU M aHOMaSbHbIN
npoduab OpraHM4Yeckux KWUCNOT B MOYEe CBUAETENbCTBY-
I0OT O MUTOXOHApPWanbHOW AMCOYHKUMKU. [MpumMedaTenbHo,
4YTO MWTOXOHAPMANbHAaA neperpy3ka MOXeT NPUBOAWUTb
K reHepauuyv MPOMEXKYTOYHbIX MONEKYN, NpenaTcTBYiO-
WMX nepegavye CUrHanoB WMHCYIMHA U Bbi3biBAOLWINX PE3U-
CTEHTHOCTb K HeMy [43]. O4HaKO MHCYNMHOPE3NCTEHTHOCTb
M MeTaboNIMYeCcKMUn CUHAPOM TaKKe MOryT pa3BMBaTbCH
y nauueHToB, cTpagatowmx bHI | Tuna, B cnyyae HeagekBart-
HOM MeAMLMHCKON NOMOLLM, NPefoCTaBS EMON C N36bITOY-
HbIMW 06beMamu [44, 45].

Kpome TOro, natoreHe3 nopakeHus MoYeK y nauuneH-
T0B ¢ BHI la u Ib cxox ¢ anabetnyeckonm HedponaTu-
en, Npyu 3TOM HavanbHaa runepodunbTpauns pa3BuBaeTCs

B CTOPOHY MUKPOanbbyMUHYPUUK, MPOTEUHYPUN, FNTOMEPYNO-
CKJlepo3a M novyeyHon HepocTaTtoyHocTH [5]. O ctabunbHoOM
dYHKLMM NOYeK coobLanochb B €AMHCTBEHHOM OTYeTE Nauu-
eHTa ¢ BHI |b, nonyyaBwero amnarnndnosunHd [28]. MoxeTt
1 NpUMeHeHne amnarnudnosunHa y nauueHtoB ¢ BHI Ib
OKasblBaTb HebponpoTEKTUBHLIN 3IPPEKT, HeobXoaMMO
YCTaHOBMUTb B XO4€ NPOCNEKTUBHbIX UCCIEA0BAHNM.

IMnarnndNo3MH NOTEHLMANBHO MOXET 6blTb MCMNOAbL30-
BaH Takxe y naumeHToB ¢ BHI la ¢ uenblo ynyylweHusa meta-
60MYECKMNX NOKasaTenemn, NpoduNakTUKM MUTOXOHAPHUaNb-
HOro cTpecca, MHCYIMHOPE3UCTEHTHOCTHU, HEeasKOroabHOM
¥unpoBon 6one3Hun nevenu (HAXKBI) n HedponaTum [12].

Mpw BHI 1l Tvna gedununTt aeseTBaWwero depmeHTa npum-
BOAMWT K M36bITOYHOMY HAKOMIEHWUIO aHOMaIbHOIO FIMKOre-
Ha (IMMUT-AEKCTPUHA) B NEYEeHN M MblwLax. [MToMUMO runo-
rMUKEMUU U renatonaTim, HakonaeHue rUMKoreHa B cepaue
NPUBOAMUT K rMnepTpodmnyecKon KapagmomumonaTmm, Kotopas
MOeT OblTb O6CTPYKTUBHOM M MPUBECTU K cepAEYHON Heao-
cTaToyHoCTH. CTaHhapTHas AMeTa C BbICOKUM COAeprKaHnem
6€e/lKa M CbIpOro KyKypy3HOro kpaxmasna oka3blBaeT 6naro-
NPUATHOE BAUSHUE HA MUMKEMUYECKMI KOHTPOb, HO MOXET
yCyrybuTb HaKoMneHune ruKkoreHa B cepaue. EAMHCTBEHHbIM
3bOPEKTUBHBIM METOLOM IeHEHNS KapanommonaTumn aBaseT-
Csl KETOreHHas agneTa, HO pe3yabTaTt CUAbHO 3aBUCHT OT NpPU-
BEPXEHHOCTH naumeHToB [46]. Mcnonb3oBaHWe amnarnmd-
N1031Ha BO3MOXKHO BBUAY €ro 61aronpusaTHOro BO34eNCTBUSA
Ha ne4veHb 1 cepaue [12].

AuncoyHKumsa aytodarnm B renatoumTax MOXKET MNpu-
BECTM K Pa3nu4YyHbIM MOPaXKEHUAM MedYeHu, BKIoYas cTe-
ato3, HAXBI, $ubpo3, uMppo3 U renaToLeIONSPHYIO
KapuunHomy [47]. TlopaxKeHue neyeHu SABNAgeTcs MNoCTo-
SIHHbIM MPU3HAKOM MNpPKU COOTBETCTBYOWMX dopmax BHI.
Y cy6bekToB ¢ BHIT | TMNa 6bicTpO dopmupyeTca cTeaTos,
M OHW NOABEPKEHbI PUCKY PA3BUTUA aAeHOMbI U KapLMHO-
Mbl nedeHu [5, 39]. NauneHTsbl ¢ BHI Tvnos Il [48], IV, VI,
IX, XI Haxo4aTcs B rpynrne pucka nporpeccupytolero nopa-
EHUA NeYEHM U MaNUrHU3aLnKn renaToLenionNsapHon age-
HOMbI [46]. BepoaTHO, 3eCb 3aleNCTBOBaHbl MEXaHU3MbI
MHrMbupoBaHusa aytodaruun. lMpumeyatenbHO, YTO Hapy-
weHne aytodarnn HegaBHO Obl10 NPOAEMOHCTPUPOBAHO
Ha MblWKWHOM moaenu BHI |b [49]. Bnarogaps cBoemy npo-
ayTodarmyeckomy apdekTy amnarnmdio3nH MOXKET npea-
CTaBnATb cCO60OM XOPOLEero KaHanaarta ang neveHuns Gopm
BHI ¢ nopaxkeHnem neyeHu.

B HeKoTopbIX MccneaoBaHUsX, MPOBEAEHHbIX Y Ntofen
C MbllWeyHbIMKu Tunamu BHIT (V, VII), coobuwanocb 0 6naro-
NPUATHOM BJIMSSHUM KETOTFEHHOW AMeTbl Ha GYHKUMIO MUTO-
XOHIAPUN, CTUMYNALMIO B-OKUCNEHWUS W [IMKOAM3a, a Tak-
e 006 ynyylWweHUM NepeHoCMMOCTU GU3UMYECKUX Harpy3oK
[50-53]. MocKonbKy BAUAHWE amMnarnMdno3vHa Ha OKMUC-
NMTENbHbIN MeTabonn3m (yCUNeHWe NMNonn3a B YCIOBUAX
rMNOTNMKEMMWM) aHANOMMYHO KETOrEHHON AneTe, AN Mbllley-
HbIX TUNoB BHI MOXKeT 6bITb NONE3HbLIM MPUEM UHTMOUTOPOB
SGLT2 BMeCTo KETOre€HHOW ANETbl UM B COYETAHUU C HEN.

OBCYXAEHHUE

MHrméumtop SGLT2 amnarnMdno3vH, 3aperucTpupoBaH-
HbIM NPKU caxapHOM guabeTe 2-ro TMna y B3pocblX, UMeeT
6naronpuaTHbln nNpodunb 6e3onacHOCTU. TeKyliue AaH-
Hble PaHAOMW3MPOBAHHbLIX KOHTPOAMPYEMBIX UCCnefoBa-
HWIA He yKa3blBaloT Ha MOBLIWEHHbLIN PUCK AMabeTUYecKo-
ro Ketoauugosa M OCTPOro MOBPEXAEHMS MOYEK Y TaKuX
nauueHToB npu ero npumeHeHunn [54]. Hanbonee pacnpo-
CTPaHEHHbIM MO60YHbIM 3bdEKTOM SABAAETCA rPUOKOBOE
nopa*KeHne KoMK yporeHuTanbHoOM 061acTu BBUAY MNIOKO3Y-
pun. Tunornnkemus, Kotopas morna 6bl yeyrybutbcs BBUAY
OCHOBHOro reHeTu4eckoro gedekta npu BHI Ib, Habnoaa-



nacb PefKo M TOSIbKO B COYETaHWMU C ApYron npotueoanabe-
TU4ecKomn Tepanuen [55].

JleyeHne caxapocHWKalWMMKM npenapatamu nauuneH-
TOB C MeTabonnyecknum 3aboneBaHueMm, NPOSBASIOWMUMCA
rMNOTIMKEMUEN, MOXET MOKa3aTbCsH HENOrMYHbIM, OAHAKO
Ha JaHHbIM MOMEHT CO06LLanoch Wb O PEAKUX U HEe3Ha-
YUTENbHbIX TUNOMIMKEMUAX U APYrMX NOBOYHbIX 3ddeEK-
Tax, TakKnx KaK yporeHuTanbHble MHOEKUUKU, naKToaunaos
M KeToauuaos, y naumeHTtoB ¢ BHI Ib, nonyyaBwux amna-
rnnénosunH [8, 33, 38].

OgHaKO ruNorNMKemMuMs W NakToaunaos aBASKOTCH
yacTblMM cumnToMamu y nauueHtoB ¢ BHI b, noato-
My BKnag nedeHus amnarnndnos3nHom B UX ycyrybneHue
onpeaenuTb He yganocb. TeM He MeHee, peKomeHayeTcs
npeKkpaweHuwe npvema npenapata BO Bpems MXOpadKku
UKW KEeNyao4yHO-KMUIWEeYHbIX 3ab60neBaHUi Ha HEeCKONbKO
AHeW o ctabunusauuu romeocTtasda MoKo3bl U KUAKO-
ctn [38]. B T0O Ke BpeMsi B YCNOBUAX FrEHETUHECKON UHCY-
JIMHOPE3UCTEHTHOCTU, TaKOW KaK CuHApoM PabcoHa —
MeHgeHxonna, nNpuv WHCyNMHoTEpanuu amnarnndno3uH,
HaAo60pPOT, ynyywan rMUMKEMUYECKUI KOHTPONb 6€3 3Ha4u-
TENbHOr0 yCUNeHUs KeToHemunu [56, 57].

B KoHTeKcTe MeTabonmMyecknx uameHeHunn npu BHI Ib
y NauneHTOB MOryT OTMeYaTbCs FMNepypukemMus u runep-
Tpurnnuepmnaemus. fmnepypukeMmns MoxeT 6biTb pesynbra-
TOM WMHIMOUPYIOLLEro AEeNCTBUS NaKTaTa Ha KaHa/lbLeBYlO
9KCKpPELMIO MOYEBOM KUCNOTbI M MOBbIWEHHOrO Katabonms-
Ma afleHNHOBbIX HyKleoTuaoB [58]. HecmoTps Ha 3To, NKLlb
HECKONbKO aBTOPOB coobuwanM O MnoKasaTtensx MO4YeBOM
KUCNOTbl 10 U nocne MNpUMeHeHUs MHrméuTopoB SGLT2,
a B psje cnyvyaeB MauWMeHTbl OAQHOBPEMEHHO NPUHUManw
annonypuHoN Ana npeaoTBpalleHns NOBPEXKAEeHUS MoYeK
[59], amnarnndno3unH, No-BUAMMOMY, OKa3blBaeT «CMAryato-
lee» aencTeme Ha runepypukemuto npu BHI b [28, 30, 33,
36]. Tak)Xe onucaHo ynydlleHne cpeiHux YpoBHEN ypaToB
[33] Ha doHe npeKpaleHns npuema annonypuHona y aByx
nauneHToB [28, 33]. AHanornyHble AaHHble GblIN NONyYeHbI
npu MCNONb30BaHUKN HeLeneBoro MetabosioMHOro npodu-
IMPOBaHUA y 0AHOro nauueHTa [36]. MoxeT nn 310 6biTb
CBSI3aHO C MPSAMON Koppensunen Mexay YPOBHAMKU Moye-
BOM KMCNOTbl B Nna3me n 1,5-AG B CbIBOPOTKE KPOBMU, HE3a-
BMCUMO OT [IIOKO3YpPUK, A0 cux nop HesacHo [60]. C gpyron
CTOPOHbI, 3TO MOXKET OblTb OTPAXKEHWUEM YNYHLEHHOrO MeTa-
6onmyeckoro KoHtpons [33]. Coobuanochb, YTO 3HaYeHUN
TPUINLEPULOB UMENW NEPEMEHHYIO TEHAEHLMIO BO Bpems
Tepanuu nHrnémtopom SGLT2 [30, 31, 33].

[oCKONIbKY 6O0JBLUMHCTBO UCCnefoBaHun 6biin COCpeo-
TOYEHbl Ha OLLEHKE BAUSHUS amnarnndnosnHa Ha AUCPHYHK-
umnio HenTpodmnoB m TeyeHne B3K n oTcyTcTBOBaANO LONAro-
CpOYHOE HabGMAEHME, UMEIOWMXCA AaHHbIX HEJOCTaTO4YHO
ONS NOHUMaHKA 4eNCTBUS aMNarnndno3nHa Ha nevyeHb, Noy-
KW 1 cepaevyHO-CoCyanCTyto cucTtemMy y naumeHToB ¢ BHI Ib.

Taknm 06pas3oM, UCXOASA U3 UMEIOLLMXCS AaHHbIX, FUKe-
MWYECKUM U METAbONNYECKUN KOHTPONb Ha GOHe ieveHuns
aMnarnMdno3mHoM y nauueHtoB ¢ BHI 1b, no-suanmomy,
ynydwaercs.

3AK/TIOYEHUE

XoTa npuBeAeHHble AaHHble MOoay4YeHbl U3 OTYETOB
06 OTAENbHbIX KAMHUYECKUX Cyvyasx U PETPOCMNEKTUBHO-
ro uccnegoBaHus, HeaBHee NpPUMeHeHWe amnarnudnosu-
Ha BHE pPaMOK OoduUMaNbHbIX MOKa3aHWMN K NMPUMEHEHUIO
y nauueHToB ¢ BHI |Ib npeactaBuno gokasartenbcTBa ero
6€e30MacHOCTM W MOJIOKUTENBHOrO BAWSHWUA Ha AUCOHYHK-
LM HEMTPODMNOB U CBA3AHHbIE C HEN KIMHUYECKUE MPO-
ABNEHUsA. Y 60/bLIMHCTBA NALMEHTOB TaKKe Habnaanoch
yny4yleHne rMuKeMMYecKoro 1 MeTabosIM4ecKoro KOHTPOons,

4TO 61aronNPUATHO CKa3blBanoChb Ha 06LLEM CaMO4YyBCTBUM.
OxupatoTea ganbHenwwue wuccnegoBaHusa ana 6onee Twa-
TeNbHOM OLUEHKM [ONTOCPOYHbIX PUCKOB U NPeumyLlecTs
Tepanuu. 3Amnarnndno3nH obnagaer MNAenoTPONHbIM
CUCTEMHBIM JEeNCTBMEM, B CBSI3W C YeM OH MpeacTaBnser-
CSl XOPOWWM KaHAMAaTOM ANS PeryasipHoro npuMeHeHus
TaKXe npu Apyrnux metabonnyecknx 3abonesaHusx, Conpo-
BOX/AAOLWMXCH TMNOTMKEMUEN, OKUCANUTENbHBIM ANcOanaH-
COM W MWUTOXOHAPMANbHOM AUCOYHKUMEN, BocnaneHuem
W HapyleHnem aytodaruun ¢ Nocneayowmnm nospexaeHmem
opraHos.

B 6yayuwem Heo6xoAMMO MNpOBeEHME BbICOKOKaye-
CTBEHHbIX WCCIEA0BaHWI, HamnpaB/ieHHbIX Ha MonyyeHue
JOKazaTenbCTB 6e30MacHOCTU U 3PDEKTUBHOCTM NpuUme-
HeHWs amnarnudnosmHa Kak npu BHI, Tak 1 npu apyrux
HaCNeACTBEHHbIX HapylweHUsax YrneBOAHOro, AMMUAHOrO,
aMWHOKMCNOTHOro obmeHa BeLlecTB, MUTOXOHAPUWAbHbIX
W IM30COMasIbHbIX 3a60/1€BaHUSX.
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lMpeactaBneHbl AaHHble UCCaeAOoBaHWIA MOCAeAHUX ABYX AECSATUNETHMI O NepPBUYHON M BTOPUYHON WMMMYHOOrUYe-
CKOM He[OoCTaTOYHOCTM Mpu BPOXKAEHHbIX nopokax cepaua (BI1C) Kak npuymHe 4acTbiX MHPEKLUMOHHbIX OC/IOKHEHUMI
[0 M rocse onepaunit Ha cepale. Ha oCHoOBaHUM CKPUHWHIOB Pa3/IMYHOro ypOBHS MPUBOASITCS AaHHbIe 0 60/blIek
BbIPaX€HHOCTU UMMYHOJIOTMYECKNX HapYLIEHUI MPU KPUTUHECKNX M LiMaHOTMYeckux BI1C npn KOHOTPYHKa/IbHbIX MOPO-
Kax no cpaBHEHWIO C TaKOBbLIMMW MPU CcenTasbHbiX AedeKTax n CTEHOTMYECKMX NOpoKax. HapylweHus yalje Kacaauchb
GYHKUMN T-KAETOK M gepuunta UMMYHOr106yanHoB (ocobeHHo nogrpynn I8G n 18G4). PasinyHblie BuAbl NepBUYHOIro
nMmyHoaepuunta 6blanm 06HapyXeHbl npu 13 reHeTM4eckux cuHapomax B covyetaHuun ¢ BIIC. B 0630ope ob6eyxaaercs
BO3MOXHOCTb MC0/1b30BaHUs METOANKN KoandyecTBeHHoro onpeaenenunss AHK TREC n KREC — no604HbIX NpoAyKTOB
co3peBaHus T- u B-KAeTOoYHbIX peLenTopoB, No3BOoJISOWeNn CyanuTb 0 JepeKTax T- u B-K1eTo4YHOro 3BeHbeB MMMYHHOM
cuCcTeMbI 4151 NIPOrHO3MPOBaHUs MHPEKLUMOHHbIX 0C/I0XKHEHUI y aeTe ¢ BIIC. lNpnBoasaTcs gaHHble CO6CTBEHHOI0 ucce-
nosaHusa 200 mnageHues ¢ BIIC (B 5% HabnoaeHui ¢ cuHapomaabHbiMn ¢popmamm BIIC), rae cHuxeHne TREC 6bii10
o6HapyeHo B 23,5% cny4aeB, B TOM YMC/Ie y BCEX MAaAEHLIEB C CUHAPOMasbHbIMW pOpMaMU, Halle npu UMaHOTMYECKUX
M KOHOTpYHKanbHbiX BIC, u y AeTel, NoCTynUBILUMX B KOUTUHECKUX COCTOSIHMSX. Y AETEN CO CHUMKEHHbIMWU 3HAYEeHUSIMMU
TREC MHGEKLMOHHbIE OCJ/IOKHEHUSI B MOCA€0nepaLmnoHHOM nepuoge HabawAaincb 3HAYMMO Yalle Mo CPaBHEHUIO
C A€eTbMMU C HOPMaJibHbIMU MoKa3aTesnsiMu (cooTBeTcTBEHHO 36 u 3,6%). AHanua ny6avkauui noagTBepAna 3Ha4YeHne
cKpuHnHra TREC u KREC ans ueneHanpaBaeHHOM rnpegonepaLmnoHHOM NoAroToBKU C LI€J1bio YMEHbLLEHUS Tocaeonepa-
LIMOHHbIX OCJIOXHEHWI N CHUXEHWST pUCKa neTanbHocTu npm BIIC.

Knro4eBble c/oBa: BpoXAEHHbIE MOPOKMU cepaLa, UMMYyHOAEPULUUTHbLIE COCTOSIHUS, NEPBUYHbIE UMMYHOAEPULINTBI, BTO-
pPU4YHast UMMYHOJIOrM4ecKas HeJoCcTaTo4YHOCTb, UccaegoBaHus ummyHuteta, KREC, TREC

Ans untupoBanus: [ertapesa E.A., MBena b.M., MNMpogeyc A.l., OBcsaHHmnKkoB [.10., KaHTemuposa M.I., Anekceesa 0.B.,
Kyanan O.A., Kum A.N., Hedeposa W.E., Porosa T.B., TymaHsaH M.P., KopcyHckun U.A. UMmyHOaedDUUMTHBIE COCTOS-
HMSA NPW BPOXAEHHbIX MOPOKax cepaua (063op nutepatypsbl). lNegunatpudeckas papmakonorus. 2023;20(5):507-514.
doi: https://doi.org/10.15690/pf.v20i5.2647

OCHOBHbIE CBEAEHUSA

O BPOXAEHHBIX MOPOKAX CEPALA

BpoxaeHHble MOPOKW cepaeyvHO-COCyANCTON cucTe-
mMbl (BMC) — 37O cyllecTBylOWMNE C POXAEHUA aHOMa-
JIMK CTPYKTYpPbl UAK GYHKLMK cepaua M COCyaoB — AaxKe
B C/lyyae BbIIBNE€HWUS NATONOMMW 3HAYUTENIbHO MO3XKeE.
BINC aBnsatoTcs cneacTBMeEM HapyleHUs aMOGPUOHaNbHOMO
pa3BuTHna. CMepTHOCTb Npu BINC 0o 04HOro roga *Xmu3Hu —
He meHee 40%, u 70% 13 HUX yMUpatoT B NepBble MecsLbl.
OcHOBHbIM dhaKTopoM BbixnBaemocTu npu BIC anstoTca
MX aHaTOMO-MOPGdOSIOrMYECKNE XapaKTEPUCTUKK, T.e. BUA,
natonoruu [1, 2].

[enenne BIMC Ha «KpUTUYECKME U HEKPUTUYECKME»
OCHOBAHO Ha «Cepbe3HOCTU» aedeKTa W ero BAUSHUMK
Ha LleHTpanbHyto remognHamMmuky. Kputndeckme BI1C Tpeby-
0T CPOYHOM MOMOLLM UK XMPYPTrMYECKOro BMeLWaTenbCcTBa

B TeYeHWe NepBbIX HECKONbKUX 4acoB, AHEN UNW Hepenb
XU3HU [3-5], yemy cnoco6CTBYeT HeEMeaNeHHasa npaBuUJib-
Has MapLIpyTU3aLmMs HOBOPOXKAEHHbIX, OCHOBaHHas Ha npe-
HaTallbHOW M TOYHOW YPreHTHOW MOCTHaTa/lbHOW AMarHo-
ctnuke BIIC [6]. Hekputnyeckne BIIC oTHOCATCA K MeHee
cepbe3HbiM gedeKTaMm, KOTopble MOryT 6biTb NPOONEPUpPO-
BaHbl B 60n1€ee no3gHeM Bo3pacTe W/WaW nonyyvaTb meau-
KaMEHTO3HOE JfleYeHNEe Ha MPOTAKEHUU OnpeaeneHHoro
nepuopa [7]. YctaHoBMEHO, 4TO HEe MeHee 15% Bcex nopo-
KOB cepaua MOryT 6blTb Bbi3BaHbl XPOMOCOMHbIMKU abep-
pauusaMKn, reHEeTUYECKMMKU MyTauMsaMU UK nepefaBaTbCs
no Hacneactsy [8, 9]. Kaxabi roq B mupe Ha 50/1000
YBEMYMBAETCA KONMYECTBO GOJIbHbIX, MPOONEPMPOBaHHbIX
no nosoay BIC [3]. PazpaboTaHbl pasnnyHble TUMbl Kapau-
OXMPYPruYecKUx onepaumm (paguKkanbHble, NaniMaTuBHbIE,
reMogMHamMM4yecK1e U 3HA0BACKYNAPHbIE), KOTOPbIE BbINON-
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HAOTCH Npu nedveHun BIC B 3aBUCUMOCTM OT UX KIWHUYeE-
CKOW KapTUHbI, reMOANHAMWKK U aHaTomuK [10-14].

WHOEKLUOHHBIE OC/TIOXXHEHUA

NMPU BPOXAEHHbLIX MOPOKAX CEPALA

CBoeBpeMeHHas KapAMOXMpypruyecKkas KoppeKuus
ABNSAETCA BaxHeMWnm GaKTopoM BbIKMBAEMOCTU AeTen
¢ BIC, koTopas BO MHOIMX LIEHTpax B nociefHue AecsATH-
netns npesblwaet 90% [15]. OgHaKko onepauun GbiBalOT
BbIHYXXAEHHO OTCPOYEHbI M3-3a MHTEPKYPPEHTHOM 3abone-
BAeMOCTU 3TUX NaLMEHTOB. Mpn 3TOM PUCKK Pa3BUTHSA NMHEB-
MOHMK, cencuca M MHPEKUMOHHOro 3HAOKapAnuTa y aeTen
¢ BIMNC 3HauyuTenbHO Bhile, YEM B NONYASLUKU, YTO MOXKET
NPMBECTU K JaNbHENIUMM OCNOXHEHUAM W Aaxke rnbenu
nauveHToB [16—18]. YBennyeHne pucka MHOEKLUI y aeTemn
¢ BINC C.S. Woodward (2011) cBsi3biBaeT ¢ HapylleHUAMU
MMMYHHOIO OTBETa U FEMOAMHAMMYECKMMU HapyLeHUIMM
[19]. Tak, Taxenoe TevyeHne GPOHXMONUTOB M MHEBMOHUMN,
BbI3BaHHbIX PECMMPATOPHO-CUHLUMTUANbHOM BUpYycHOW (PCB)
nHPeKunen, B pasbl NpesBbiWalollee No 4yactoTe TakoBoe
y neten 6e3 BIIC, yBennymBaeT 4acToTy rocnutanuaauum
B 3 pasda, a TaKXe HeOoOXOAMMOCTb fleyeHus B BGAoKax
WMHTEHCUMBHOM Tepanuu u neTanbHOCTb, YTO 6bINO YCTAHOB-
NeHO KaHaACKUM uccnegoBaHneM TeveHus PCB-uHpeKuun
y peten ¢ BMC u apyrumun uccnepoBaHusmu [16, 20, 21].
3a601eBaeMoCTb MHEBMOHUSIMK, B TOM YnUCe aTUNUYHBbIMU
NHEBMOHUAMMW, CBA3@HHbIMW C BHYTPWUKIETOYHBIMU BO3-
6yautenaMmn (MMKONNasMeEHHOM U XNaMUOUMHON UHPEKLU-
SIMM), NEPCUCTEHLNSA BO3OYyAUTENEN MOTYT CTaTb NPUYUHOM

LNUTENbHON UCKYCCTBEHHOW BEHTUAALMM NIETKUX U OCTPOWM
cepeyHON HeaoCcTaTOMHOCTM B paHHEM nocneonepauu-
OHHOM Mepuoje Mocne KapAUOXMPYPruyecKowm KoppeKLmu
BMNC [16, 22, 23]. PucK pa3BUTUSA 3HAOKapAWTa y AeTewn
¢ BINC B 40 pa3 Bbllle, 4EM Yy 340POBbIX AeTel, 0COBEHHO
NP LMaAHOTUYECKMX U CNOXHbIX BIC. Takne agetn aBnstoT-
CS OCHOBHOMW rpynnov pucka MHGOEKLMOHHOro 3HAOKap-
aWTa LO M nocne KapAWMOXMPYPruYecKoro fevyeHus farke
B nepuoje HOBOPOXAEHHOCTM M B paHHEM Bo3pacTe [24].
HunzHeyrpoxatolumm ocnoxHeHnem ana aeten ¢ BMC ana-
eTCcsq cencuc — cucTeMHass MHOEKLMA C MOSAMOpraHHbIM
nospexgeHnem. lNpn aTOM PUCKKU pa3BUTUS cencmnca u ypo-
BEHb CMEPTHOCTHM OT Hero y MnageHues ¢ BINC 3HauutensHo
Bbille, 4yem y mnageHueB 6e3 BIIC [25]. NMoaTomy BaxHoe
3Ha4YeHne UMENT METOAbl OLLEHKN UMMYHONOTMYECKUX Hapy-
WEeHWM, NO3BONSIOLLME OLEHNUTb U YMEHbBLUNTL PUCKKU UHDEK-
LLMOHHbIX OCNOXHEHUI Kapanoxupyprum [26-28].

UWMMYHOAE®ULIUTHBIE COCTOSAHUA

MMmmyHogeduumTHble cocTosiHua (MAC) npeactaBasioT
CO60K BPOXKAEHHbIE MU NPUOBPETEHHbIE AedDEKTbl UMMYH-
HOM CUCTEMbI, Bblpaakwmnecs B HeCnocob6HOCTM opra-
HM3Ma OCYyWEeCTBAATb PeaKUUM KIETOYHOro M/MauM rymo-
panbHOro MMMYyHUTETA A0S NOAAEPXKAHWUS TEHETUYECKM
06YyC/IOBIEHHON @HTUreHHOW CTabWbHOCTHU, obecnevyeHus
pocTa M pa3BUTUSA opraHuM3ma [29-32]. lepBHUYHbIE UMMY-
HopgeduumnTbl (MWL) npeacTtaBneHbl rPynnon reHeTUHECKHM
06ycnoBfeHHbIX 3a60neBaHni, KOTOPbIE XapaKTepUayoTcs
M30NMPOBAHHBIMKU MAN KOMOGUHMPOBAHHbIMKU AedeKTamu
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Immunodeficiency Disorders in Congenital Heart Diseases

(Review)

The study data of the last two decades on primary and secondary immunodeficiency in congenital heart defects (CHD) as a cause
of frequent infectious complications before and after cardiac surgery are presented. Based on screenings of various levels, data
are provided on the greater severity of inmunological disorders in critical and cyanotic CHD in conotruncal defects compared with
those in septal defects and stenotic defects. Violations were more often related to T-cell function and immunoglobulin deficiency
(especially the IgG and IgG4 subgroups). Various types of primary immunodeficiency were found in 13 genetic syndromes in
combination with CHD. The review discusses the possibility of using the technique of quantitative determination of DNA TREC and
KREC — by-products of maturation of T- and B-cell receptors, which allows us to judge the defects of the T- and B-cell links of
the immune system to predict infectious complications in children with CHD. The data of our own study of 200 infants with CHD
(in 5% of cases with syndromic forms of CHD) are presented, where a decrease in TREC was found in 23.5% of cases, including
all infants with syndromic forms, more often with cyanotic and conotruncal CHD and in children admitted in critical conditions. In
children with reduced TREC values, infectious complications in the postoperative period were observed significantly more often
than in children with normal indicators (36 and 3.6%, respectively). The analysis of publications confirmed the importance of TREC
and KREC screening for targeted preoperative preparation in order to reduce postoperative complications and reduce the risk of

mortality in CHD.
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KneTto4yHoro (T- u B-numdounTbl), ryMopanbHOro UMMyHUTE-
Ta n darounTosa. AT0 peKkue HapyLweHus, nposiBasowmecs
BOCMPUMMYMBOCTbIO K UHDEKLMM M NpeobnagaHnemM ayTo-
UMMYHHbIX peaKuui, annepruu, aytoBoCnaneHuss U 310-
KayecTBeHHbIX HOBOOGpa3oBaHui [32-35]. Yactota MU
cocTtaBnsieT 5,7 Ha 100 TbiC. KMBOPOXKAEHUN [35].
BTopnyHaa WMMyHONIOrMYecKas HeAoCTaTO4YHOCTb,
unu BTopuyHble MAC, MOXKeT BO3HMKaTb B pe3ynbrate BO3-
[OENCTBUSA HA MMMYHOKOMMETEHTHbIA OpPraHn3M pas/inyHbiX
BHELWHMX GaKTOpPOB KaK MHOEKLMOHHOM, TaK U HEUHDEK-
UMOHHOM npupoabl. BropnyHble MAC sBnaioTca npuobpe-
TEHHbIMW W BCTpevatoTes 4auwe, vyem MUA. OnucaHo pas-
BUTME BTOPUYHbIX NAC Npy WKMPOKOM CMEKTPe NaTonoruu,
BKJIlOYas 6aKkTepuanbHble, BUpycHble (BUY) 1 renbMUHTHbIE
MHPEKLMU, SMOLMOHANbHBIN U GU3MYECKUIN CTpEeCC, annep-
rMYeCcKMe M ayTOMMMYHHbIE MPOLLECCHI, XMPYypPruyecKkue one-
pauuu, TpaBMbl, NaTtonorMyeckue npoueccbl ¢ numdone-
HUEW K noTepen 6enKa (Hanpumep, OXOorun, aKccyaaTuBHas
3HTeponatus u T.4.). Kpome Toro, BTopmnyHble MAC onuncaHsbl
npu nevyebHblX npoueaypax, PeHTreHoTepanuu, aHTUOWO-
TUKOTepanuu, NpUMEHEHUU LIMTOCTATUKOB W TNIIOKOKOPTHU-
KOWA0B, APYrMX MeAMKaMeHTOB, B HeGNaronpusaTHOM 3KO-
nlornyecKkon cpege, nNpy nNpodeccuoHanbHblX BPEAHOCTSX,
KONMYECTBEHHbIX M KayeCTBEHHbIX AedbuunTax nuTaHus,
B Nepuoabl FOPMOHaNbHbIX NEpecTpoek U T.4. OnucaHbl BTO-
puyHble UAC, cBfA3aHHbIE C cepaevyHON HeAOCTaTOYHOCTbIO
W apTepuanbHON rTMNOKCEMUEN NPU BPOXKAEHHbIX (OCOOEHHO
LIMaHOTMYECKMX) M NPUOBPETEHHBIX MOPOKax CepaLa, BKIO-
Yyas onepawmu ¢ UCNoNb30BaHUEM UCKYCCTBEHHOMO KPOBOO-
6palleHuns B Kapanoxupypruu [28, 31]. Mpu n3yyeHnmn cBa3u
MAC v BIC 6bin1 ycTaHOBNEH NOBbIWEHHbIA PUCK HEOTNOXK-
HbIX COCTOSIHWI WM NeTaNibHOCTK NpPKU UX codeTaHuu [36, 37].

UMMYHOAE®PULIUTHBIE COCTOAHUA

NMPU BPOXAEHHBIX MOPOKAX CEPALA

CKknoHHocTb geter ¢ BIMC K MHbEKUUM, MO MHEHUIO
aBTOPOB, MOXET OblTb 4aCTMYHO OODBSACHEHa Nexalum
B €€ OCHOBE MMMYHOAeDWUMTHBIM PaccTPOMCTBOM. 3TO
noaTBepamn o6wupHbl aHanms D.J. Radford u Y.H. Thong,
o6Hapy*KuBlUMIA BbicoKytlo YacTtoty MAC y paeten ¢ BIIC.
Habnogas WHUPOKUKA CcnekTp AedPUUMTOB MMMYHOTr100Y-
JIMHOB (KaK Mpu nopoKax C LWYyHTMpPOBaHWEM KPOBM, TakK
W NPU CTEHOTUMYECKMX NMOPOKAX) U 3HAYUTENbHYIO KOppens-
LMIO MEXAYy Hanuynem MMmyHogeduunTa U CKAOHHOCTbLIO
K MHOEKLMOHHbIM 3ab60neBaHuaM y ucciaeayemomn rpynnel
[eTen, aBTOPbl NOAYEPKHYM BAXKHOCTb BKJOYEHUSA U3MeE-
peHun nogknaccoB IgG B KOMMEKC AMArHOCTMYECKMUX
MeponpusaTum [26].

B 6onee no3gHem KOHBEHLMOHANbHOM MMMYHONIOrMYe-
cKkom uccnepoBaHunn D.J. Radford n coaBT. 66 aetei ¢ BIMC
y 32% 13 HuX 6bI10 anarHoctuposaHo MAC no Bcem obue-
NPUHATLIM KPUTEPUSM OLIEHKM MnapamMeTpoB UMMyHWUTETa
(1gG, IgA, IgM, T-KNeTOYHbIN UMMYHUTET), @ ¥ 60bWKNHCTBA
(53% n3 66 geTten) HapylleHUs Kacanucb U3MEHEHWUI noa-
Knacca IgG, npuyem y 26 nauueHtoB (39% HabnoaeHuin)
Habngancs npenmylecTseHHo gedununt nogknacca I1gG4.
ABTOpPbI OGHAPYXWUK, YTO AETU C KOHOTPYHKaIbHbIMU @HO-
Manusmu (TeTpaga Panno, ABOMHOE OTXOXAEHME COCyLoB
OT MpPaBOro enygoyka, TPaHCMO3WUMSA MarumctpasibHbIX
apTepUn 1 06LWKNIM apTepUasnbHbIM CTBOI) B 60MblUEN CTENEHU
npeapacnonoXeHbl K pasBuTUio MMMyHogebuLuWTa C Hapy-
WeHneM QyHKLMM T-KNeToK MU 0COBEHHOCTAMM NMOoAKAaccoB
18G, ¥ NOAYEPKHYNN, YTO AaxKe Y HECMHAPOMAasbHbIX Mauu-
eHToB ¢ BIC 6biin onpefeneHbl HapyweHWs UMMYHUTETa,
neduuUnT UMMYHOrnobynmnHoB M T-kneTok. Uccneposatenu
noA4YepKMBaIOT NOBLIWEHHbIA PUCK MHOEKLIMOHHBIX OCNOXK-
HEHWIN M BaXXHOCTb paHHero pacno3HaBaHma MAC — v oco-

6eHHOo aeduumnTa IgG — y geten ¢ BIIC, 4T0, NO UX MHEHMIO,
MOXKET YAyYWHnTb pe3ynbraTbl MPOTUBOMUKPOOHON U UMMY-
HOKOPPUIMpYyloWeEN Tepanun ¢ UCNONb30BaHWEM Npenapa-
TOB BHYTPUBEHHbIX UMMYHOIT06YNMHOB [27].

BbicoKylo 4actoTy Ageduuuta  WMMYHOINO6YINMHOB
Nno CPaBHEHUIO CO 340POBbLIMM TULL@MKU MOATBEPANIIU HOBbIE
nccnenosaHus G.P. Diller n coaBT. [37].

Hawwu paHHMe uccnegoBaHns Ha OCHOBaHWKM MMMYHOSO-
rMYEecKMX TecToB NepBOro u BTOpPOro ypoBHs (BO3, 1983)
No3BOMUAM CAeNnaTb BbIBOA, YTO CTeneHb BTOPU4YHbIX MAC
onpeaensieTcs BblPaXKEeHHOCTbIO HEAOCTaTOYHOCTH KPOBOO-
6palleHns napTepranbHON TMNOKCEMMUM NMPU LIUAHOTUHECKMX
BINC u ycyrybnaetcs nocne xMpypruyeckux BMellaTenbeTs,
YTO HY>KAaeTCs B KOPPEKLUMU AN YMEHbLIEHNUS pUCKa pas-
BUTWA NocneonepaunoHHbIX THOMHO-CENTUYECKUX U UHDEK-
LIMOHHbIX OCNOXHEHWUI [28]. B TO e Bpems, N0 HEKOTOPbLIM
[aHHbIM, He MeHee 30% BI1C co4eTaloTcs C reHETUYECKHU-
MU CUHAPOMaMu, COMPOBOXAAKOWMMUCA BHecepaedYHbIMU
aHOManusMM, C BPOXKAEHHbIMW MOPOKaAMU Pa3BUTUSA LiEH-
TpasbHON HEPBHOW CUCTEMBI, ONMOPHO-ABUraTeNbHOMO anna-
paTta, a TaKXe C MMMYHONOrMYEeCKOM HeLOoCTaTOYHOCTbIO
[38]. B MeanuUMHCKON nuTepaType coobLanochb 0 NPUMEPHO
13 cuHApOoMaXx, Npu KOTopbIXx UMMYyHoaedUUMT 1 BIC moryT
cocyluiectBoBaTb. HeKoTopble reHeTu4ecKue CUHAPOMbI
0co6eHHO YacTo coyeTatoTes ¢ BIIC, B TOM yncne CMHAPOMbI
[ayHa, BpoxaeHHoW acnnexnunu [27], An KopaxKu (CUHAPOM
neneunn 22q11.2), Kabykn [39-41].

ToyHble MexaHM3Mbl, NeXalme B OCHOBE CBS3M MeEXAY
nMmmyHoagedunumTom m BIC, ewe A0 KOHUA@ He M3y4eHbl.
OpHako 6bl10 BbiICKa3aHOo NPeanosioXKeHne, YTo HapylweHue
GYHKUMK TUMYCa, aHoOManbHasa anddepeHunpoBKa numaoo-
LIMTOB M XPOHMYECKOE BOCNasEHWE UrPatoT KAOYEBYIO POSb
B 3TOM npouecce [42].

B nccneposaHuu, nposegeHHom A. Ahmed 1 coaBT. 6bI10
YyCTaHOBMIEHO, YTO caMa Xupypruyeckas Koppekuus BIIC,
BK/lOYalowWasa 4acTM4YHOE WKW MOSIHOE yAaneHue TuMmyca,
CNOCO6GCTBYET Pa3BUTUIO BPOXAEHHBIX M MPUOOBPETEHHbIX
B-KneTo4yHbIXx MMMyHOaedUUMTOB [43]. HEeKoTopkle nccneno-
BaHWS NoKasanu, 4To reHeTnyeckne dakTopbl CNOCO6CTBY-
0T cOYeTaHHOMY BO3HWKHOBEHMIO BINC 1 ummyHoaeduumTa,
NOCKONIbKY MpU 06OMX COCTOSHMUAX MOrYT OOGHapyXuBaTb-
CSl UAEHTUYHbIE FreHeTUYeCcKMe aHoManuu. KoHctaTupyeTtcs
HEO6X0AMMOCTb [allbHENWNX UCCneaoBaHUn ANa nyylwero
NOHUMAHUA MEXaHM3MOB M YCTAHOBJ/IEHWUS FEHETUYECKMUX
$aKTOpOB, NeXallnx B OCHOBE 3TOM accoumaLmm 1 cnocob-
cTBylOWMX en [36, 41, 42].

Takum o6pasom, MAOC aBnaioTcA BaxKHOW npobnemon
aeten ¢ BIC, yxyawatoT pesynbTaTbl XMPYPruyecKkux BMeLLa-
TEeNbCTB M YBENNYMBAIOT PUCKM SIETalbHOrO UCX0Aa, MO3TOMY
paHHee BbIIBAEHWE U le4eHne UMMyHogebuLnTa Yy NauneH-
T0B ¢ BIC nmeeT BaxHOe 3Ha4yeHne Ansa ynyyweHus goaro-
CPOYHbIX Pe3YNbLTaToB.

B KNMHMYECKOW NpaKTUKe MuccnefoBaHUe UMMYHUTE-
Ta UrpaeT pelwatouylo poab ANA AWArHOCTUKM U NeyeHus
pasnuyHbix 3aboneBaHnit. CylecTByeT MHOXECTBO AOCTYM-
HbIX METOAO0B KOIMYECTBEHHON U GYHKLMOHANbHOM OLEHKHU
WMMYHHOM CUCTEMBI, BKJlOYas aHaNn3bl KNETOYHOMO U FyMO-
panbHOro MMMyHUTETA, MAEHTUOUKALMIO U KOAMYECTBEH-
Hoe onpeaeneHne nNonyasuun u cyenonynsauun MMMYHHbIX
KNEeTOK, YPOBHEW WMMYHOMNOBGYNMHOB, YPOBHEW KOMMJe-
MEHTa, Mpo- U MNPOTMBOBOCNANMUTENbHbIX LMTOKMHOB [30,
33, 44, 45], a TaKXe C/IOXHble UMMYHOrMCTOXMMUYECKHME
nccnepoBanus. NpUMeHsTCA HOBblE BbICOKOIbdEKTUBHbIE
METOAMKMN ANS BbIBNEHUSA PEAKUX FEHETUYECKUX MyTaLu#,
BbI3bIBAKOLWMX UMMYHOAEPULMT, FEHETUHECKNE TEXHONOIMMU
CEKBEHMPOBAHWA BCEr0 3K30Ma WM CEKBEHUPOBaHUA cie-
aytowero nokonexusa [36, 46, 47]. U3 2392 mnaaeHLUeB,
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npowejlwunx TeCTUpoBaHWE C MOMOLLbO CEKBEHUMPOBAHMS
HoBoro nokoneHust (NGS), y 51 pebeHKa 6bl1 AUArHOCTK-
poBaH N[ cemMu pasnnyHbiX TUNOB, NPUYEM CaMbiM pac-
NPOCTPaAHEHHbIM OKa3ancs KOMOUHMPOBAHHbIA MMMYHO-
aeduunT ¢ accouMMpPOBaHHbBIMU WMAKM CUHAPOMaNbHbIMU
npu3HaKkamu, KoTopbiin coctaBun 25 M3 51 cnydaa (49%).
OTpaaHo, 4to 35 nauneHToB (68,6%) NGO OblNN U3NIEYEHDI,
M0 AOCTUIKM ynydleHus nocne auarHoctuku MU [46].
B nocnegHue roabl A4N5 BbISBAEHUS CTPYKTYPHbIX HApYLIEHWI
B UMMYHHOM CUCTEME NPUMEHSIOTCA COBPEMEHHbIE METOAbI
BU3yanu3auunm — KOMMNbOTEPHAsA U MarHMTHO-pe30oHaHCcHas
Tomorpadus. 3Tn UccnesoBaHmsa TakKe MOryT ObITb MCMOJb-
30BaHbl A1 MOHWUTOPMHIa nporpeccupoBaHusa 3abonesa-
HUS M peakuun Ha nedveHue [48].

METO[Abl U3BYHEHUA UMMYHMUTETA

YynTbiBas orpaHM4yeHHyo MHGOPMATUBHOCTb CTaHAapT-
HbIX NabopaTOpHbIX METOAOB, UMMYHONOrMYECKUe TecThl
NoATBEPAMIN CBOK BaXKHOCTb B KayecTBe aAnddepeHun-
anbHO-AWArHOCTUYECKUX KpUTEPUEB N9 BOCMaNUTENbHbIX
M HEBOCNANUTENbHbLIX MOPAXXEHUN MUOKapAa NPU MPUHATUM
pelweHns 0 Heo6xoaAMMOCTH onepaunn y nauneHTos ¢ BIIC,
CMHAPOMOM KapAvOMErananu u TXeNon MUoKapananabHOM
avcoyHKumen [28, 49]. Bbibop NoaxoAsALWEro nccneaoBaHus
3aBUCUT OT KIMHMYECKOr0 KOHTEKCTa W npeanonaraemMoro
OCHOBHOIr0 UMMYHHOI0 gedeKkTa.

Ona  oueHKM bYHKUMKM  KNeTOYHOro WMMMYyHMTEeTa
B NOCNeAHWe TpU JecAaTuneTus nokasanu cBo MHOp-
mMatuBHocTb [AHK-mapkepbl pa3Butng T- M B-Knetok —
TREC (T-cell receptor excision circle) 1 KREC (kappa-
deleting recombination excision circle). OTKpbiTe TREC
n KREC B Havyane 1990-x IT. NpUHAANEXNUT rpynne uccne-
nosatenen LeHtpa ClMMWAa wmeHn AapoHa [danmoHaa
Pokdenneposckoro yHusepcuteta Hblo-Mopka noa pyko-
BoacTtBoM [lyrnaca ®. HuKkcoHa. MiccnegoBaHmsa nokasanu,
4TO B npouecce co3peBanHua T- n B-numdountos B TUMyCe
M KOCTHOM MO3re Mpoucxoaut GopMUpOBaHME KNETOYHbIX
peLenTopoB nyTeM pekom6uHauumn reHoB B [AHK-uenwu,
4YTO MPMBOAMT K CO3[AHMI0 YHWKANBHOIO y4yacTKa, cnocob-
HOro pacno3HaBaTb BHelWHWe areHTbl. Bo Bpemsa Kaxkgon
pekoMOMHaLMKM NPOUCXOAMT yaaneHue Hebonbworo dpar-
MeHTa Lenu ¢ o6pa3oBaHMEM IKCLM3MOHHbIX Konel, TREC
n KREC [50]. OTkpbiTe TREC n KREC npeaocTaBuio HOBblE
BO3MOHOCTU 4151 U3Yy4EHUS UMMYHHOM CUCTEMBI M NMPUBENO
K flydywemMy MOHUMaHUIO MEeXaHUM3MOB MeperpynnupoBKM
reHeTM4YeCKOro matepuana Ans reHepauumm pasHoo6pas-
HOro Habopa T-KNEeTOo4YHbIX PeLenTopoB, KOTOpble MOryT
pacno3HaBaTb WWPOKMIM CNEKTP NaTOreHoB W pearMpoBaTh
Ha HUX [29, 50-53]. C MOMeHTa NepBOHa4YabHOr0 OTKPbLITUSA
TREC n KREC 6bin1 1OCTATOYHO M3YYEHbI, U UX UCMOJIb30Ba-
HWe B KayecTBe MapKepoB HanBHbIX T- U B-KNeToK noayynno
WMPOKOE pacnpocTpaHeHne B UMMYHOIOTMYECKUX UCCNeao-
BaHMAX y 340POBbIX /UL, Pa3/IM4HOro Bo3pacta U Npu pas-
JIMYHOM NATONOMUK, BKKOYAsA NepBUYHblE 1 BTOPUYHbIE MC
Yy HOBOPOXAEeHHbIX [31, 53-55].

TREC aBNStOTCS BbICOKOYYBCTBUTENbHBIMU U crieundmy-
HbIMW 4151 pPaHHETO BblIB/IEHUS 3a60n1eBaHWI C T-KNETOYHbIM
UMMYHoAeDULNTOM (CMHAPOM [N [XKOPOXKMU, TAXKENbI KOM-
OGUHUPOBAHHBLIN UMMYyHOAEDUUMT U CUHOAPOM BuckoTta —
Onapuya) [29, 56] u BUY-nHdpeKummn, roe uctolleHme Hau-
BHbIX T-KNeToK, namepsiemoe ¢ nomoluubio TREC, cBaA3aHo
C nporpeccupoBaHMeM 3aboneBaHns 1 NJOXMUM MPOrHO30M
[52, 53, 57].

Mpn 3a6oneBaHusx ¢ B-KneTo4yHbiIM UMMYHOAEDULNTOM
(X-cuenneHHast araMmarnobynmHemus 1 obumn Bapnaberb-
HbIN UMMYHOAEDULMT) BbICOKOYYBCTBUTENbHbI U cneunduny-
Hbl Nnoka3aTtenu KREC, a npy ayToMMMyHHbIX 3a60n1eBaHUAX

3HayveHnss KREC KoppenupyloT ¢ aKTMBHOCTbIO mnpouecca
M OTBETOM Ha Tepanuio [58, 59].

3T MapKepbl CTanu BaxHbIMU — GbICTPLIMKU, MPOCTbIMMU,
HEMHBA3MBHbIMW W OTHOCUTENbHO HEAOPOrMMU — COBpE-
MEHHbIMW BbICOKOYYBCTBUTENbHBIMW U CNELUUDUYHBIMU
KOMMOHEHTaMM KOMMJIEKCHOMO HEeOHaTasbHOr0 CKPUHMWHra
B COCTaBe ApyruMx TECTOB U MapKepoB LUMPOKOro cneKktpa
reHeTMYEeCKMX U MeTaboMYeCcKnUx HapyweHun. Mamepenue
TREC n KREC no3BonsieT NpoBOAWUTb CKPUHWHI 6GOMbLIOrO
4yucna HOBOPOXKAEHHbIX 32 KOPOTKUI NMPOMEKYTOK BPEMEHM
[53, 59-65].

[JaHHble 0 BO3MOXHOCTM u3yyeHuss TREC u KREC
B KayecTBe MapkepoB WMAC npu BIC HEMHOro4YMCNEHHbI.
YCTaHOBNIEHO MX 3HAYUTENbHOE CHUXKEHWE MO CPaBHEHMIO
CO 340POBbIMM, @ TaKKe Npu Kputnyeckmx BIC no cpaBHe-
HWIO C AETbMW C HEKPUTUYECKMMU aHOoManuamu [55]. TREC
n KREC npoaBunun cebs Kak MHOroo6eliatolmMe MHANKaTopb
4NS NPOrHO3MPOBaHMA UCX040B Y NaumeHToB ¢ BIIC.

McenepoBanue, nposegeHHoe M.C. Van Zelm u coaBrT.
(2011), noaTtBepamno, 4To HWM3KWe ypoBHM TREC n KREC
KOPPEenpyT C MNOBbILWEHHON CMEPTHOCTbIO Yy B3POCbIX
nauuneHTos ¢ BIC [58]. AHanorunyHo: nccnegosanue T. Jiang
n coaBT. B 2016 r. noka3ano, YTo HU3KMe ypoBHM TREC
n KREC KoppenupyloT C NOBbIWEHHBIM PUCKOM WHOEKLINM
y aeten ¢ BIC [61].

B uccnepoBaHun K. Kennedy n coaBT. (2020) aHanu-
3upoBanocb cogepxaHme TREC y neten ¢ BINC go 12 mec
B K/WHWKe [leHCMNbBaHMM Ha OCHOBAHWW PETPOCMEKTUB-
HOrO aHanu3a MeAMUMHCKUX KapT 441 HOBOPOXKAEHHOro
¢ BMC. JaHHble conocTaBas/nCb C peldynbTataMy HeoHa-
TaNbHOIO CKPUHWHIA, BUAAMKU MOPOKOB cepaua, reHeTude-
CKMMW gMarHosamu 1 BUAaMn KapaMoXmpypruyeckoro Bme-
wartenbcTBa. B NpoTMBONONOXKHOCTL Psigy MCCNefoBaHWM,
rAe YKasblBasoCb Ha JIOKHOMOMOMXKUTENbHbIE pe3ynbTaTbl
npwv HeoHaTabHOM CKPUHUHTE, Oblla O6HapyKeHa BbiCOKas
focTtoBepHOCTb pe3ynbtatoB TREC ana cKpuHuHra nep-
BUYHOIO TSXKENOro KOMOGMHUPOBAHHOMO MMMYyHOAEeDUUMTA,
4TO NO3BO/INIO PEKOMEHAOBATL AasbHENLWee U3y4yeHune CBs-
31 mexay BIMC u ckpuHuHrom TREC y HOBOPOXKAEHHbIX [66].

B Hawwux CO6CTBEHHbIX UCCNefoBaHMAX, NPOBELEHHbIX
y 200 mnageHues ¢ BINC B nepuoa 2020-2022 rr., 6bi10
BbISIBIEHO CHUMXeHue ypoBHs TREC y 47 mnageHueB, T.e.
B 23% HabnoaeHnin. HapylweHunsa T-KneTo4Horo MMMyHuTeTa
Kacanucb NpeumMyLLecTBEHHO geTel ¢ KpuTudeckumu BIIC,
LMaAHOTUYECKMMM NOPOKaAMM M MOPOKaMW KOHOTPYHKyca.
Y 3Tux geter HabnLaNnoCchb 3HAYMMOE YBETIMYEHME HYaCTOThbI
nocneonepaLmoHHbIX MHOEKLIMOHHbIX OCTIOXKHEHWUI MO CpaB-
HeHuto ¢ geTbMu ¢ BMC # HOpManbHbIMKM MOKa3aTensamu
(cooTBETCTBEHHO B 36 1 3,6% HabnoaeHun) [67].

B wuccneposaHun [.A. YepemoxuHa O6blna 0OHapy-
XeHa [O0CTaTOYHO BbICOKAsf PacnpoCTPaHEHHOCTb CUH-
apoma aeneumn 22qli1.2, U3BECTHOrO TaKMXe KaK CUH-
apom [u [xopaxu, BenokapauvodacuuasibHblM CUHOPOM
unun cuHagpom geduumta TBX1, B CBepanoBcKkon ob6nactn —
no 1 Ha 9895 peteit. Npu gaHHOM cuHApOMeE B 72% cnyvyaeB
Ha6nmopaanuck BIC, B 58% — runonnasusa tumyca 1 B 49%
cny4yaeB — cHueHne ypoBHs TREC. Ha ocHOBaHWM AaHHbIX
aytoncun TREC/KREC y 271 pebeHKka aBTOpoM Oblio Auna-
rHocTupoBaHo 135 cnyyaes MNMUA. N3 Hux B 50 cnyyasx MU
(37%) Habnoganucb BIC. U3yyas normbwunx aeten ¢ BIIC,
Ybsi MMMYyHO3aBUCMMasa natoforus geboTMpoBana Ha nep-
BOM rOAY XM3HW, aBTOP KOHCTaTUPYET BaXKHOCTb M3YYeHus
MOMIEKYNAPHO-reHeTu4ecknx acnektos NN/ B xoae goone-
PaUMOHHOW AUArHOCTUKM C MOMEHTa POXAEHMA ANS YMEHb-
LIeHuMs neTanbHocTH [36].

B otanume ot uHdopmauun o6 ypoBHe TREC, gaHHble
06 ncnonb3oBaHun KREC B KayectBe 6uMomapkepoB UAC



npv BMC o6GHapyXuBalOTCA B €AUMHUYHbIX MCCefoBaHUNX,
rae Gbino YCTaHOB/IEHO 3HAYMTENIbHOE CHUMXKEHWE WX YPOB-
HS y aeTen ¢ BIMC no cpaBHeHMIO cO 340p0BbLIMK [68, 69].
Kpome Toro, ypoBH1 KREC nonoxuTtenbHO KoppenupoBanu
C pa3MepoMm TUMyca, YTO MO3BOMWIAO MPEANONIOKNUTL AWC-
dYHKUMIO TUMYCa y nauueHToB ¢ BINC ¢ HapyweHWeM Bbipa-
60TKM B-kneTok [68, 70].
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MyKoBuCUMAO3 — TsAxKesl0e Hac/ieiCTBEHHOoe 3aboseBaHue € MoJNCUCTEMHbLIMU MPOSIBAEHUSMNU U [POrPECCUPYIOLMM
TeyeHneM. HegoctaTto4HOCTb MUTaHMS Mpu MyKOBUCLMA03€ BO3SHMKAET B pe3y/bTaTe 3K30KPUHHON HeA0CTaTOYHOCTH MOA-
JKeJy0YHOM ene3bl, BO3pacTaHUs IHepPreTU4eCKmX notepb npu XPOHUYECKOM BOCNaaeHn B 6POHX0/IEr04YHOM cucTeme,
MPOSIBASAIOLLErocs MOBbILIEHHON HAarpy3KoW Ha AbiXxaTesbHyto cuctemy. B npeactaBieHHoM 0630pe 1MTepaTypbl OCBELLEHbI
COBPEMEHHbIE MPUHUMMLI MPOPUNAKTUKU M KOPPEKUMU HEJOCTAaTOYHOCTH NUTAHUS y AETEN C MYKOBUCLMAO030M, BbISIBJIEHbI
Hanbosiee NepcrnexkTUBHbIe A5 Aa/lbHENLEeN pa3paboTKM MEeToAbl, KOPPUTUPYIOLME HapPyLIEHMS HYTPUTUBHOIO cTaTyca.
lpoBeaeHHbIN 0630p Hay4YHbIX Ny6INKaL Mk MOKa3asl, 4To K y/y4lleHUIo MoKa3aTteaen HyTPUMTMBHOIO cTaTyca npu MyKoBUC-
Umao3e NpuBOAAT aKTUBHbIM MOAX0A K MUTaHMI0 B I060M BO3pacTe, MC0Ab30BaHNE arPeCCUBHbIX METO0B HYTPUTUBHOM
NnoAAEepKKN Ha poHE 3aMeCTUTEIbHON PEePMEHTHOH Teparnnu, CBOEBPEMEHHAs M afleKBaTHas Tepanus naTtoa0rum pecrm-
paTopHoro Tpakta. Hanbonee nepcrneKTMBHOM sIBASIETCS AallbHelllasl pa3paboTKa TapreTHoU Tepanuu, no3BOJISIOLEN
B pe3y/nbTaTe BO34ENCTBUSI HA 3TMONATOre€HETUYECKME MEXaHN3Mbl 3a60/1eBaHUSI YMEHbLLINTbL YacTOTy M TSXKECTb GPOH-
XOJ1E€r0YHbIX 06OCTPEHUM, YACTUYHO BOCCTAHOBUTb IK3OKPUHHYIO (YHKLMIO MOAXKENYAOYHON »Kesie3bl, YTO MNposB/sSeTCs
y naymeHToB ¢ MyKOBHCLIMAO30M yBEJIMHEHMEM MAaccChl Tesla h Macco-poCTOBOIro MHAEKCA.
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The Risk of Developing of Malnutrition and the Principles
of Correction of Nutritional Status Disorders in Children
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Cystic fibrosis is a severe hereditary disease with polysystemic manifestations and progressive course. Malnutrition in cystic
fibrosis occurs as a result of exocrine insufficiency of the pancreas, an increase in energy losses in chronic inflammation in
the bronchopulmonary system, manifested by increased stress on the respiratory system. The presented literature review
highlights the modern principles of prevention and correction of malnutrition in children with cystic fibrosis, identifies the
most promising methods for further development that correct nutritional status disorders. The review has shown that an active
approach to nutrition at any age, the use of aggressive methods of nutritional support against the background of enzyme
replacement therapy, timely and adequate therapy of respiratory tract pathology lead to an improvement in the indicators of
nutritional status in cystic fibrosis. The most promising is the further development of targeted therapy, which allows, as a result
of exposure to the etiopathogenetic mechanisms of the disease, to reduce the frequency and severity of bronchopulmonary
exacerbations, partially restore the exocrine function of the pancreas, which is manifested in patients with cystic fibrosis by an
increase in body weight and mass-growth index.
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Mykosucungos (MB) — ato reHeTnyeckoe 3aboneBa-
HME C ayTOCOMHO-PELECCUMBHbIM TUMOM HacnenoBaHus,
XapaKTepuaylolleecss KIUMHUYECKMM MNOAMMOPOU3MOM,
TSXKENbIM TEYEHWEM U NMPOrHO30M. 3a6ofieBaHMe 06yCc/oB-
NIEHO MyTalMel reHa, OTBETCTBEHHOrO 3a CUHTE3, coxpa-
HeHWe CTPYKTypbl 1 yHKUMIO 6enka CFTR (cystic fibrosis
transmembrane conductance regulator). MNpu MB gedunuyunt
TpaHcmembpaHHoro 6enka CFTR npnBOAMT K HaKOMNAEHUO
XJiopa B KJIETKax MU BTOPUYHOMY HAKOMEHWNIO MOHOB HaTpus
C MNOBbIWEHHbIM BCACbIBAHUEM OKOJIOKIETOYHOW MWUIKOCTH
BHYTPb KNETKWU. B pesynbrate HaxoAsWMNACS BHE KIETKM
CEKPET 3K30KPUHHbIX KeNe3 CTaHOBUTCS TYCTbIM, BA3KUM.
3aTpyaHsaeTca OTTOK B XKeje3ax KOXHbIX MOKPOBOB, PeCcnu-
pPaToOPHOro TpaKTa, KULIEYHWKA, B NOAXKENYAOHHON XKenese,
nevyeHu, Moyenonosou cucteme [1, 2].

B Poccun oTMevaeTcsi yBenMYeHWe 4yucna nauueHToB
C AMarHo30M «MyKOBMCLMAO03», 3a 2011-2021 rr. Konuye-
CTBO 60JIbHbIX BO3POC/O B 4 pa3a, YTO CBA3AHO He TOJIbKO
C POCTOM HacneACTBEHHOW NaToNOMMKU, HO U C yay4ylleHUeM
BbI)KMBaeMocTu naumeHtoB ¢ MB. Yactota MB B 2019 .
B Poccun cocTaBnsieT, no AaHHbIM MeanKo-reHeTM4ecKoro
Hay4HOro ueHTpa um. akad. H.M. boykoBa, 1 : 9000 HoBoO-
pOXAeHHbIX, B EBpone Konebnetca ot 1: 600 go 1 : 17 000
HOBOPOXAEHHbIX [3, 4].

B natonormnyeckuin npouecc npu MB npeunmyliecTBeH-
HO BOBJIEKAIOTCA Kenes3bl PECNUPATOPHON CUCTEMBI, Keny-
[IOYHO-KMLIEYHOTO M ypOoreHuTanbHoro TpakToB. Cnepyet
OTMETUTb, YTO B MEPBYIO 04epeab cTpagaeT 6pPoHXUaNbHOE
[lepeBo, CryluiaeTcs naHKkpeaTUyYecKWi COK, pasBMBaeTCH
xonecta3. MoKpoTa HakannuBaeTcsi, MHOUUMPYETCS, 3TO
COMpOBOXAaeTcs 06CTPYKLMEN, BOCNANIEHMEM M MOBPEXaE-
HWEM AblXxaTeNbHbIX NYTEW, HEYKIOHHBIM yXyalleHnemM yHK-
LMK NEerkux u pasBUTUEM [blXxaTelbHON HEAO0CTaTO4YHOCTH
[5-7]. CryweHne ceKkpeTa NOAXeNnyao4yHOW enesbl, BOC-
nanuTenbHble U3MEHEHUS KULIEYHWKA NPUBOAAT K TAXeNown
ManbabcopobLmn 6enKa, }upa, }upopacTBOPUMbIX BUTAMMU-
HOB, MMKPO3JIEMEHTOB, YTO OTPa)KaeTcs Ha HYTPUTUBHOM
cTtaTyce pebeHKa nposiBNieHusMU aeduumuTa Macchbl Tena
M pocTa C Pa3BUTUEM aHEMUW, OCTEONEHUMU, INEKTPONUTHBIX
HapylweHUn (aeduumnT HaTpus, Xaopa, Kanblus), NoAUruno-
BMTAaMMHO3HbIX COCTOAHWI. Y nauueHToB ¢ MB HapyweHne
BcacblBaHMa 6Gefnika Ha ¢doHe ynoTpebneHus NpoAyKTOB,
cofiepxallux NerkoycBosiemble yrieBoabl, MPUBOAMUT K CHU-
EHWIO MbILEYHON MacChbl U 4acTUYHOMY 3aMELLEHUI0 ee
¥UPOBOM TKaHblo [8, 9].

YacTteiM npossneHnem MB daBnasetrcs HyTpuTMBHas
HEeAOCTaTOYHOCTb, BO3HMKaloWaa B pe3ynbTaTe CHUXKEe-
HUS 3K30KPUHHON GOYHKUMWM MOAXKENYAOUYHOW Kenesbl
y 85-90% 60NbHbIX, XPOHWYECKOro BOCMNaneHns B GPOH-
XOJIEr0OYHOM CUCTEME U KUIIEYHUKE, CTYLLEHUS XKenuw,
NPOSABASAIOWErOCS YXYALIEHUEM 3MYNbraumMm U HapyLIEeHHU-
€M BcacblBaHUA unpa. HU3Kaa akTMBHOCTb NaHKpeaTuye-
CKMX U KMLLEYHbIX GepMeHTOB 06YyCNOBJIEHA TaKKe NOBbI-
WEHHbIM BbIAENIEHUEM XKENYAOYHOr0 COKa y NauMeHToB
¢ MB [10, 11].

B knaccudukauunm MB, npuHaTon BcemmnpHon opranu-
3aumen 3apaBooxpaHeHus n MexayHapoaHoW accouuma-
uMen MykoBucuMao3a, Gopmbl 3aboneBaHUs OTpa)KatoT
noTeHLUManbHbIN PUCK Pa3BUTUS TSKENON KIMHUYECKOWM
CUMNTOMATUKKU MNKM MaHudecTauum nposiBneHuin 3abone-
BaHWs B JanbHenwem. JleroyHo-kuweyvHas dopma (Knac-
cuyecknm MB c naHKpeaTM4eCKOM HeLOCTaTOYHOCTbIO)
NPosIBNSIETCA MPOrpeccUpylolMMmU CTPYKTYPHbIMU U3Me-
HEHUSIMU NIEFOYHOM TKAHM U NPOSIBNEHUSIMU HYTPUTUBHOM
HeAoCTaToOYHOCTU. [leTn ¢ nero4yHon Gopmor 3abosieBaHuUs
(knaccunyecknn MB ¢ HeHapyleHHOM (yHKUMEN noaxe-
NYOOYHOM Kenesbl) HYXAalTcH B €XXEerogHoM KOHTpose

YPOBHS MaHKpeaTMYeCKOW anacTasbl-l Kafa ANns OLEHKM
3K30KPUHHOM GYHKLUMWM NOAXKENYAOYHOW XKenesbl U cBoe-
BPEMEHHOIO BbIABAEHUSA pPUCKA Pa3BUTUS HYTPUTUBHOM
HeaoCcTaToYHOCTU. Y GONbLIMHCTBA AETEN C HeonpeaeneH-
HbIM IMA@rHO30M MPU NONOXKUTENIbHOM HEOHaTalbHOM CKPHU-
HUMHre Ha MB K 3 rogam nposiBASOTCA KIMHUYECKUE CUM-
nToMbl 3a6oneBaHua. MB TakXe MOXeT MaHubecTUpoBaThb
B AafibHenweM y nauneHTtoB ¢ CFTR-accounMpoBaHHbIMK
HapyweHusamu [10].

Mo paHHbIM PoccuicKkoro permctpa nauueHtoB ¢ MB,
3a nepuoa ¢ 2012 no 2020 r. BbiIABNEHWE UHAEKCA MaCChl
Tena < 25-ro nepueHTUNa y aeten ymeHbwunocb ¢ 51,2%
cnyvyaeB o 43,7%. B 2020 r. meamaHa uHAEKca Macchl
Tena B NepLeHTUNsAX y AeTen paHHero Bo3pacta (2—-3 roaa)
cocTtaBuna 55, y ieTen 4OWKONbHOro Bo3pacTta (4—6 net) —
47, y neTen LWKONbHOrO BO3pacTa OTMEYaeTCs CHUMKEHWe
nokasatens Kk 16—18 rogam Ao 24, 4To OTpaKaeT ycuneHune
NPOSIBNEHUA HYTPUTUBHOM HEAOCTAaTOYHOCTU B pesynbrate
nporpeccupytoLLero Te4eHma 3abonesaHus [3].

B HacTosillee Bpemsa ocoboe 3HayeHue npuobpeTaer
COBEpPLIEHCTBOBAHME COBPEMEHHbIX MPUHLMMNOB KOppeK-
umMn nposieneHun MB c paspaboTkon Haubonee nepcrnek-
TUBHbIX METOA0B JieyeHuss. CBoeBpeMeHHoe Ha3HayeHue
HYTPUTUBHOMN NOAAEPKKU Ha OHe 3amecTuTenbHou dep-
MEHTHOW Tepanuu, Ne4ebHbIX MEPONPUATUIA MO YIyYLLIEHWIO
pecnupatopHon GYHKLMKW, TapreTHon Tepanuu Mno3BOASET
3aMeNIuTb UK U3bexaTb pa3BUTUA GENIKOBO-3HepreTmye-
CKOM HeJ0CTaTO4YHOCTH, CMNOCOBCTBYET YMEHbLUEHUIO Yncna
060CTPEHUIN GPOHXONEroYHOro npoLlecca, 4To SBNSETCSH
BaKHbIM KpuTepuem 3adHEeKTUBHOCTU KOMMJIEKCHOMO Neve-
HUs nposiBneHnn MB [12-14]. B npeactaBneHHoM o63o0pe
nMTepaTypbl OCBELLEHbI COBPEMEHHbIE MPUHLMMbLI NPOdU-
NTAKTUKU U KOPPEKL MU HEeaoCTaTOYHOCTM nutaHus npu MB
y AeTew, BbiiBNieHbl Hanbonee abPeKTUBHbIE ANA AaHHOM
naToNormm MeToabl BO3AEWCTBUSA Ha HYTPWUTUBHbLIA CTaTyC
pebeHKa. [MoMCK Hay4HbIX Ny6AnKauuin NPoOBeAEH B 3MeK-
TPOHHbIX 6a3ax AaHHbIX Ha pecypcax PubMed, elibrary,
Google Scholar. B 0630p 6blin BKJOYEHbl Ny6nnKauum
3a nepuog 2017-2023 rr.

AUWETOTEPANMUA NPU MYKOBUCLIUAO3E

[uneToTepanus COCTaBASET Ba)KHYD 4acTb KOMIJIEKC-
HOW Tepanuu npu MB, KoTopas Heob6xoanuma Ang noanep-
aHWS ONTMManbHOro pocta, ¢GWM3MYECKOro M MOSIOBOrO
pPa3BUTUS, MOBbIWEHUS Ka4yecTBa XW3HU W yNyylleHus
BbIXXMBAeMOCTW. HeocTaToyHOCTb NUTaHMsa npu MB oTpu-
LaTeNlbHO CKa3blBAETCS Ha TEYEHUMN GPOHXONENOYHOIO MPO-
uecca, NposiBNAsicb ocfabfieHneM AbiXxaTeNbHblX MbllL,
YMEHbLIEHUEM NIETOYHbIX 06bEMOB, AUCDYHKLMEN UMMYH-
Hou cuctemsbl [11, 13].

B cBS13K C HapyLweHWeM BcacbiBaHUS HYTPUEHTOB U MOBbI-
LLIEHHOM NOTPEOHOCTbLIO B BEJIKE, }UPE NPU GPOHXOIEMOYHbIX
060CcTpeHnsx naumeHtam ¢ MB Heob6xoanMMa BbICOKOKaso-
puiHas aueTa C MoBbllleHWeM Kanopaxa o 120-150%
Mo CPaBHEHUIO C HOPMOW, YBENUYEHUEM MOCTYNAEHUS Gen-
Ka Ha 20%, wupa — Ha 35-40% OT CcyTO4YHOro Kanopa-
a C ajIeKBaTHOM 3aMeCTUTE/IbHOW GEPMEHTHOM Tepanuen
y AeTeNn ¢ NaHKpeaTUYeCKOoM HeAOCTAaTOYHOCTbIO. [NalmeHTam
¢ MB npoBoauTCS NoacanMBaHUe NULLM C LIEIbIO KOPPEKLIMK
neduunTa xnopa M HaTpus, Ha3HavyaeTcs AOMNOJHUTEIbHOE
BBE/[IEHME MpenapaToB KabLMa 1 XUPOPaCTBOPUMbIX BUTa-
MUHOB. [ 06GecneyeHns MOBbIWEHHbIX 3HEPreTUYECKMUX
NnoTPeGHOCTEN KanOPUMMHOCTb CYTOYHOrO paLMoHa paccyu-
TbiBAeTCs He Ha GaKTUYECKYl0, a Ha [JO/KEHCTBYIOLLYIO
Maccy Tefla ¢ y4eToM KaTaboM4YeCKMX NPOLLECCOB NPU XPo-
HUM4YecKom BocnaneHun [13, 15]. Hanbonee ontumanbHO
noaJepxaHue B npefenax BO3pacTHOM HOPMbI MoKasaTe-



ne TemnoB GU3MYECKOro pas3BuTUS pebeHka: 25-75-i
nepueHTUnu, uenesble nokasatenn — 50-N nepueHTUNb
[15-17].

HyTpuTMBHas HeAOCTaTOYHOCTb MM BbICOKMM PUCK ee
pa3BuTna y geten ¢ MB npu nto60M CHUMKEHUM BO3PACTHbIX
npubaBoOK Macchl Tena / pocTa uav npu dakTU4ecKom macce
Tena HWxe 25-ro nepueHTUns TpebyloT HagdHaYeHUs HYTpH-
TUBHOM MNOALAEPKKM ChneunanmsanpoBaHHbIMU NeYebHbIMM
CMecs MM B KayecTBe [JOMNOMHWUTENbHOro WAM OCHOBHOMO
nuTaHus. B noBcegHEBHOM NMpaKTUKe UCMNOMb3YIOTCH cpea-
HWE OPMEHTUPLI ANA pacyeTa AOMNOSHUTENbHbIX Kalopui
CBbllle BO3pacTHbIXx HopMm: 1-2 roga — +200 KKan/cyr,
3-5netr — +400 kKkan/cyt, 6-11 net — +600 KKan/cyrT,
ctapwe 12 net — +800-1000 KKkan/cyT [13].

OK30KpMHHaa naHKpeaTuyeckas HeZOCTATOYHOCTb
(3MH) npn MB y geTen nposiBnseTcs HeaoCTaTOYHON Npw-
6aBKoOW Macchl Tena. [JeTaM nepBblX MeCALEB MXWU3HMU,
HaxoAsWMMCS Ha eCTECTBEHHOM BCKapMJ/IMBaHWUU, B KaX-
[oe KopmieHue [o6aBnsioTCsd MWKPOKancynnpoBaHHbIe
naHkpeaTtuyeckne depmeHTbl [15, 16]. Mpu coyveTaHuu
HYTPUTUBHOrO AeduumTa C HEKYNUPYEMbIM KULIEYHbIM
CMHAPOMOM Y AeTer paHHero Bo3pacTta goKasaHa addek-
TUBHOCTb MONY3NEMEHTHbIX CMEcer Ha OCHOBE MOJIHOMO
rmaponunsaTta CbiIBOPOTOYHOrO 6enka. Bbi6bop nonyane-
MEHTHBIX CMECeW onpeaensieTcs Takxe CoOCTaBOM XUPOBO-
ro KoMnoHeHTa. Hanbonee abdeKTUBHO UCNONbL30BaHUE
CMeceNn, cofepralnx cpeaHelenoyeyHble TpUramLepuabl
(CLT), BcacbiBaHWe KOTOPbIX MPOUCXOAMT 6e3 yyacTua
MNasbl U KENYHbIX KUCNOT, MUHYS TMMPaTUYECKYIO CUCTE-
My [18].

[eTn 6e3 HapyweHUs HYTPMTUBHOIO cTaTyca C IErKnm
TeyeHneM 3aboneBaHMs XOPOLO pacTyT U pa3BuBaloTCA
Ha afanTMPOBaHHbIX MOIOYHbIX CMECHX, 6ENKOBbIA KOMMNO-
HEHT KOTOpbIX NPeACTaBfieH NPenMYyLECTBEHHO CbIBOPO-
TOYHbIMK 6enkamu (60 : 40) B COOTHOLIEHUN C Ka3EUHOM.
Mpu 3TOM NpeanoyYTUTENbHbl BbICOKOKANOPUINHbIE CMECH
(1 mn cmecn — 1,5 KKan) ¢ BbICOKMM coaepKaHuem 6enka,
MMetowmne B COCTaBE XMPOBOro KOMMOHEHTa He MeHee
20-25% CLT, 4yTo no3BonseT ynyylinTb BCaCcbiBaHWE XuUpa
W CHMU3UTb A03Y NaHKpeaTuieckux GepMeHTOB Npu Ha3Ha-
YeHUU 3aMecTuTenbHOW Tepanuu. Ona BCKapMAMBaHWUSA
neten ¢ MB He UCMONb3yOTCS CMECU C HU3KUM COAEepKaHuU-
em 6enka (1,1-1,3 /100 mn) v xupa (MeHee 3,5 /100 mn)
[15, 16].

OCHOBHOM MpUHUMN aneToTepanun npu MB — aKTuB-
HbIM MoAaxo4 K NuTaHuilo B Nto60M Bo3pacTe. B nutaHuu
MNajeHUeB npeanoyTuTenbHee rpygHoe BCKapmnBaHue
C yBENMYEHMEeM KPaTHOCTU MNUTaHMSA, 4TO COOTBETCTBY-
eT peXuMy BCKapMauMBaHus no TpeboBaHUIO pebeHKa.
Y peten B TSXKENOM COCTOSIHWUM, MOAy4YaloWMX CLUEXeH-
HO€e rpyAHOE MOJIOKO WM creunann3mpoBaHHble CMecu
4119 3HTepaNbHOro NMTaHMs Yepes Ha3oracTpanbHbli 30HA,
peXuM 30HLOBOr0 KOpPMJEHWS onpeaenseTcsd B COOTBET-
CTBWM C KJIMHUYECKUM cTaTycom peberKa. [pu BBEAEHUM
npPUKOpMa B pauMOH BKOYAOT 3HEPreTU4EeCKU NNOTHbIe
6nt04a: Kalun Co CIMBOYHBLIM Mac/ioM Ha CLEXEHHOM MOJO-
Ke WA MOJIOYHOW cmecH, aeTckui TBopor 4,5-5% xup-
HOCTM, OBOLLHOE MIOPE C MACHbIM MOPe U pacTUTEbHbIM
Mac/ioM, XeNnTok. Y aeter AOWKONbHOIO M LUKOABbHOMO
BO3pacTa NuUTaHWe AOIKHO O6biTb peryasapHoiIM — 6 pas
B A€Hb: TP OCHOBHbIX NpUEMa NULLM (3aBTpaK, 06€e4, YKWH)
WM TPU JONONHUTENbHBIX MepeKyca (2-1 3aBTpaK, NONLHUK
M Ha HOYb). B Kaxablh OCHOBHOM MPUEM MULLKU BKIOYAIOT-
cs 6nl04a, cogepKalime KayeCcTBEHHbIE UBOTHble 6eNKu
(Msico, cy6bnpoayKThl, pbliby, SlLa MK MOJIOYHbIE NPOAYK-
Tbl — Cblp, TBOPOT), Ka4eCTBEHHbIE XWPbl (pacTUTeNbHOE
Macno — NbHSAHOE, OJIMBKOBOE, COEBOE, B MEHbLUEN CTe-

NeHW MOACONHEYHOE, KYKYpPY3HOe, CNMBOYHOE), CIIOXHble
yrneBoAbl (Kpynbl, x1e6, osolun) [11, 19].

0693aTenbHO NPOBeAEHUE AUETONOrMYECKON NPOdU-
NIAaKTUKKW NaTONOMMK NeYeHn 1 caxapHoro gnabeta, accoum-
npoBaHHbIX ¢ MB. B ¢BA3KU ¢ HapylleHUIMHU B renaTtooumIn-
apHon cdepe BaXKHyl ponb NpuobpeTaeT KayeCTBEHHbIM
COCTaB }MPOB, BXOAAWMX B paLMOH. B nuTaHMK naumeHToB
¢ MB uCKno4aloTcs TPaHCKMUPbI, YMEHblaeTcs Konuye-
CTBO HaChbIWEHHbIX XWPOB (MaprapuH, KylMHapHbLIE XKUPbl
B rOTOBOW BblNEYKe, KOHAUTEPCKUX mM3genusx). B paunoH
BBOAATCA MOJIMHEHACbIWEHHbIE XWpbl, 6oraTble omera-3
MUPHBIMW KMCNOTaMK (MOPENPOAYKTLI, pacTUTENbHblE Mac-
na), HacblWEHHbIE XMPbl MSACHbBIX U MOJIOYHbIX MPOAYKTOB.
OcHOBHasa 4acTb yrneBofOB [O/KHa OblTb NpeacTaBneHa
Kpaxmanamu u ManbTOAeKCTPMHAMMU 3€PHOBbLIX NPOAYKTOB,
OBOLLEN, MMEIOWMX HEBBICOKUMN [NUKEMUYECKUIA WMHAOEKC.
MpocTble yrneBoabl ynoTpebastoTcs TONbKO NOCE OCHOBHbIX
NPUEMOB NUWKX ANA NpefynpexaeHna pe3kux konebaHumn
YPOBHS rnMkemun [13].

ArpeccuBHble MeTOAbl HYTPUTUBHOM NOALEPIHKKM Y 60Nb-
Hbix MB nokasanun BblCOKY0 3PpPEKTUBHOCTb, B 0COBEH-
HOCTHM Y MALMEHTOB C BblpaxKEHHbIMU HaPYLWEHUAMU HYTPHU-
TUBHOro cTtatyca. K arpeccuBHbiM mMeToAam OTHOCMUTCA
npPUMeEHeHWE 3HTepPasibHOro 30HAOBOIO MUTAHUSA 4S9 HOY-
HOW runepannuMeHTauuu, HasHavyeHue napeHTepanbHOro
nuTaHuns. NMoKkasaHusa K NPUMEHEHMIO arpecCUBHbIX MeTO-
4OB HYTPUTUBHOM NOAAEPKKM ANS AeTen: OTCyTCTBMUE NpPU-
6aBKM Macchbl Tefla UAK CHUXEHWE MacChl Tena B TevyeHue
6 mec; daKkTM4ecKas Macca Tena Hwxe 3-ro nepueHTuns
(nnn z-score MMT/Bo3pacT, macca Tena / Bo3pacT, macca
Tena / pocT MeHee —2); daKTUYeCcKas mMacca Tena Huxe
15% OT AOMKEHCTBYIOWEN UAKM MeHee 25-ro nepueHTUNN
Ha ¢GOoHe AONOMHWUTENbHOrO0 MUTaHMA crneunanuampoBaH-
HbIMK cMecsiMW. na 3aHTepanbHOro NUTaHWs nauMeHToB
¢ MB “cnonb3yloTcs CMeCcu € NOBbILEHHON KBOTOW 6enKa
M KanopumnHoOCTblo, codepxalmne CUT [10, 11]. Mpu npo-
BEAEHUN HOYHON rnepanMMeHTaLnmn JONONHUTENbHO 06e-
cneynBaetcs ot 30 go 50% aHepronoTpebHOCTH, HEOOXO-
AMMbIN 06beM CMecK BBOAAT KanenabHO B HOYHOE BpeMms
B TeyeHune 5—6 4, onTuManbHoe BBEAEHNE — C MOMOLLbIO
MHY3MOHHOro Hacoca. HoyHoe BBeAeHWe CMecH HavymHa-
10T ¢ 1/3 OT cyTO4YHOM NOTPeBHOCTU B Kanopusax 1M nocrte-
NEeHHO YyBEeNMYMBalOT MO Mepe NpubGaBKM Macchbl Tena.
Mpn aTOM 06BEM CMECKH AN HOYHOrO0 BBEAEHMS AOKEH
noabupaTbCs Tak, 4TOObl He CHWKaTb anneTuT pebeHka
B lHEBHOE Bpems [15].

[lOCTOBEPHO K YAyYLWEHUIO HYTPUTUBHOrO cTatyca 60/b-
HblXx MB npuBOAWUT NPUMEHEHWE 3HTEpPaNbHOrO0 30HAOBO-
ro nUTaHuWs 4yepe3 racTpocToMy. YCTaHOBKa racTpOCTOMblI
NO3BONSET NALUMEHTY NOAAEPKMBATL aKTUBHbIN 06Pa3 KU3-
HM [16]. K meTogamM HYyTPUTMBHOM MOAAEPHKKM OTHOCMKTCSH
MEeTOZ NoBeAeHYECKOM Tepanum, OCHOBaHHbIN Ha 06yyYeHuun
nauneHToB U poanTenen naLmMeHToB NpaBuibHOMY, c6anaH-
CUPOBAHHOMY pauuMoHy nuTaHus [20].

HyTpuTuBHaa noagepKKa oKkasbiBaeT NONOXKUTENbHOE
BAUSIHWME Ha MoKasaTenn GU3NYEeCKOro pa3BuTUA Nauu-
€HTa M ABNSEeTCS HEeOTbeEMEMOW YacTblo KOMMAEKCHOM
Tepanun MB.

3AMECTUTEJIbHAA TEPANUA HEAOCTATOYHOCTH

3K30KPUHHON ®YHKLUUHN NOMKENYAOYHOMN

XKENE3bl NPU MYKOBUCLMUAO3E

Mpn MB onpegensitolnMm GaKTOpoM A1 KU3HU pebeH-
Ka SIBNSeTCA CTeMeHb MOPa*KeHUS Nerkux U XKenygoyHo-
KUWEYHOro TpaKTa (MOAXKEeNyAOYHOM Kene3bl U MeYeHw).
KnuHuyeckumu npudHakamu IMNH aBngoTcs gucnentuye-
CKMe nposiBneHuns, aeduumnt maccol Tena, abaoMuHanbHbIN
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6oneBon cuHapom [21, 22]. CornacHo uccnenoBaHUAM,
npoBoAMMbIM B cTpaHax EBponbl, 50% nauueHtoB ¢ MB
MMeloT NoKasaTenn MHAeKca mMacchl Tena < 50-ro nepueH-
TMns. NoKasaTenn nHgekca maccbl Tena < 10-ro nepueHTnns
BbiiBNEeHbl Y 25% nauuneHToB [16]. Ans anarHocTuku 3MH
MCNONb3YIOTCH OMNpefeneHne CofepKaHusa naHkpeaTuye-
CKoW anacTasbl-1 B Kane (Hvxe 200 MKr/r Kana), BbiiB/ieHWe
B KOMporpamMmme HenTpanbHOro xupa (cteatopes 1-ro tmuna),
amnuaorpamma Kana (yBenuyeHue aKCKpeLuu TpUrnmuepu-
noB) [23].

3amecTutenbHas ¢epmMeHTHas Tepanus MNpPoBOAUTCSH
COBpPEMEHHBIMK MpenapaTaMun NaHKkpeaTuHa B MUKpocde-
puyeckon dopme (MMKpOrpaHynbl) Bcem naumeHtam ¢ MB,
BKJIl0Yas HOBOPOMAEHHbIX, UMEIOWMUM KIIMHUYECKME MNpPO-
ABMEHUSA KULLEYHOro CUHAPOMA U/UNKN HU3KYIO KOHLEHTpa-
LM NaHKkpeaTuyeckon anactasbl-l B Kane (< 200 MKr/T)
[15-17]. KoHTponb KoMporpammbl Ha Hanuyiuve HenTpanb-
HOro »upa ocyulectenserca 1 pa3 B 7-10 aHen. Ha doHe
NnevyeHuss oTMedaeTcs yayyweHue npubaBKM Maccbl Tena,
yMeHblUeHWe o6beMa CTyna, ero 4acToTbl, MeTeopu3ma,
ncyesHoBeHMe 60NEN B KMUBOTE, YMEHbLUEHWE CTEMEHU CTe-
atopewu [13, 19].

Mpu 3MNH depmeHTHaa Tepanua Ha3HayvaeTcs WHAWBMU-
ZAyanbHO 40O WM BO BPEMS KaXKAoro npuvema nuim. B Hava-
fle neyeHus [fo3a naHKpeaTuHa coctaBnsetr 1000 E[/Kr
Nno NMnase Ha KaxAabli npuvem nuwu Ana geten mnaglwe
4 net n 500 E[/Kr no nvnase BO BpPeMs npuemMa nuiim
4NS geTew cTapuwe 4 neT 1 B3poc/blx. 3aTeM J0o3a NocTeneH-
HO MOBbIWAETCSH 4O KYyNUPOBaHWS CUMMNTOMOB CTeaTopew,
KIMHMYEeCKUX npossneHmi IMH 1 JOCTUKEHUS afeKBaTHOMO
HYTPUTUBHOIO cTaTtyca. Y 6GONblIMHCTBA MauMeHTOB A03a
[I0/1)KHa OCTaBaTbCs MeHblle UK He npesbiwate 10 000 EA
nMnasbl/Kr maccbl Tena B cyTku unm 4000 E[ nvna3bi Ha 1 1
notpeb6neHHoro xupa [11, 20].

OCO6EHHOCTM Ha3Ha4YeHUs 3aMecTUTeNbHOW depMeHT-
HOM Tepanuu y JeTew rpyaHoOro Bo3pacTa onpegeneHsbl
Ha oCcHOBaHWW onbiTa PoccuncKkoro ueHTpa MB: Ha Kaxible
120 M NUTaHUS (CMECb MM XKEHCKOE MOJIOKO) cTapToBas
[103a paccyuTbiBaeTcs Kak 2500-3333 E/[ nunasbl (1/4—
1/3 Kancynbl npenapaTta ¢ aktuBHocTbio 10 000 EJ nuna-
3bl B Kancyne), 4to cootBeTcTBytoT 600-800 E/] nunassbl
Ha 1 r nuueBbIX X1poB [13, 19]. B ganbHenwem NnpoBoaUTCS
nocTeneHHoe HapaluBaHue L03bl NO4 KOHTPONEM KAWHMYe-
CKMX 1 NabopaTopHbIX JaHHbIX.

depMeHTHas Tepanus Npu 3IHTEpanbHOM MUTAHWUK
yepes HazoracTpasbHbI 30HA, raCTPOCTOMY Y AAETEN C TaXe-
NbIM Te4eHneMm 3abofieBaHns NoabupaeTcs UHAUBUAYANbHO
C y4yeToM BblpaxkeHHocTh 3AMH: ot 500 EA nunasbl Ha 1 1
Mpa npu OTHOCUTENbHOW MaHKpeaTUYecKOoM HeaocTaTou-
HOCTK (OTCYTCTBME YCNOBUM ANS afeKBaTHOM paboTbl NaH-
KpeaTnyecknx GepmeHToB B ABEHaALATUNEPCTHON KULLKE)
no 4000 E nunasbl Ha 1 1 Xupa npu abCoOTHON NaH-
KpeaTnyecKow HefoCTaTOYHOCTU (YMEHbLUEHWE BbipabOoTKM
naHKpeaTM4yecKnx GepMeHTOB MpW MNaToNorMM MNoaxKeny-
[LOYHOWM Xenesbl, NposBasoLleecs HefoCTaTOYHbIM MOCTY-
nneHnem ¢bepmMeHTOB B ABEHaALATUNEPCTHYO KULKy) [20].
Mcnonb3oBaHne aganTMpOBaHHbIX MOIOYHbIX CMECEW 1 fer-
KOyCBOSIEMbIX MOMY3aNEMEHTHbIX cMecen, cogepxatnx CLT,
No3BONSET YNy4lWKUTb NMoKasaTenn PpU3NYecKoro pasBuTma
pebeHKa. PacyeT 3aMecTUTENbHOM (EPMEHTHOM Tepanuu
npoBoauTcs 6e3 yyeta cogepraHus B cMecu CUT, yto gaet
BO3MO}HOCTb CHMU3UTb J03Y NMaHKpeaTUiecKnx GepmMeHToB
[12, 18]. MNMpn 30HAOBOM 3HTEPANbHOM MWUTAHWUM ANS HOY-
HOW rMnepannumeHTaLmnmM NPoBoAUTCS 3amecTuTenbHasa dep-
MeHTHasa Tepanua oT 2000 go 4000 ME no nunase Ha 1 r
XMpa BO BBOAMMOM CMECH B OAMH MW 4Ba NpuMemMa B Tede-
HWe HOyY3uK [11].

Ba)HO OTMeTuTb, 4YTO c6GanaHcupoBaHHasa AueTa
W 3aMecTUTeNbHas Tepanua HeJ0CTaTOYHOCTU IK3OKPUHHOWM
QYHKLUMM NOAXKENYy[0YHOW Kenedbl NO3BONAIT A06UTbLCS
NOBbILIEHUSA KaNOPUMHOCTM palMoHa WU, COOTBETCTBEHHO,
YAYYLWKUTb HYTPUTUBHBIN CTATyC, YMEHbLUUTb YacTOTy UHDEK-
LIMOHHbIX OCNOXHEHWN, TEM CaMbliM YBEIUYUTb MPOAOSIKM-
TENbHOCTb XM3HU aeTen ¢ MB.

HYTPUTUBHbIA CTATYC NMPU HAPYLUEHUU

®OYHKLUHUU BHEWHEIO AbIXAHUA, PABBUTUMU

BAKTEPUAJIbHbIX OCJIOXKHEHUHA

HenocpeacTBeHHaa CBA3b HYTPUTUBHOrO cTaTtyca
C OYHKUMEN NEerkmx u BbiXXMBaeMocTbio npu MB 6blna
yCTaHOB/IEHA C MOMOLLBbIO MHOFOYUCIIEHHbIX UCCNELOBAHUNM
[24-26]. Mpn UMT > 50-ro nepueHTUNS 3aperMcTpupoBaHo
CylleCTBEHHOE ynyylweHne nokasaTtenen GyHKLUMN BHELLHe-
ro AblXxaHWs, yMeHblUEHWE ANUTENbHOCTU roCnUTann3aLmu,
CHUXKEHWe KonnyecTBa GPOHXONErOYHbIX 060CTPEHNH, YBE-
NIM4eHne NPOAOIKUTENBHOCTHU XKK3HK [10, 20].

CHUXXeHWe TeMnoB pocTa, HejocTaTtoyHas npubas-
Ka WK noteps Maccobl Tena y geten ¢ MB obycnosne-
Hbl AedULUTOM IHEPrMM BCAEACTBME MOCTOAHHbLIX IHEP-
reTU4eCKUX NOTEPb M MOBbIWEHHbIX 3JHEPreTUYECKUX
noTpebHOCTEeN, NpPeBblWaloWMX MNOCTyNaeHne Kanopun
C nuuen. XpoHU4yecKoe BocnaneHne B OGPOHXONEro4YHoOm
cucTemMe MPUBOAMT K YBENMYEHUIO YacTOTbl AblIXaHWS,
NOBLILWEHHON HArpy3Ke Ha [AblXxaTenbHYl MYCKynaTtypy,
4YTO COMpOBOXAaeTcs BO3pacTaHUMEM IHEPreTUHEeCKUX
noTepb NPU U3Ha4YalbHO NOBbILEHHOM YPOBHE OCHOBHOIO
obmeHa. Bbibpoc npoBocnannTeNbHbIX LUTOKMHOB Bbl3bl-
BaeT nojasieHue cuHTe3a GaKToOpoB pPocCTa U CTUMYNS-
LMo KaTabonnama MblleYHblX U BUCLEpPaibHbIX 6GENKOB.
OTpuuaTenbHbIl 3HEPreTMYecKnin 6anaHc y 6onbHbiXx MB
ycyryéonserca no mepe yxyaweHus GyHKUUMU BHELWHEro
ObixaHua [11, 27, 28].

Mpn MB 06e3BoXeHHas 6poHXManbHasa CiM3b ABASETCS
naeanbHOM cpefon Ans KOMOHM3auuu naToreHHbiMK 6ak-
TEPUSIMKU, KOTOpble B OGPOHXONErOYHOM CeKpeTe 60JbHbIX
NosSIBASIIOTCS YXXe C paHHero BoapacTta. Vcnonb3oBaHue
aHTH6aKTepuanbHOM Tepanuu, MyKOIMTUKOB, METOAMK Ape-
HMPOBaHWA BGPOHXMANbHOIO AepeBa 3aJepXKuBaeT pasBu-
TUE XPOHMYECKON MHOEKLMU HUMKHMX AblXaTeNbHbIX NyTEN,
CHWXKaeT TEMMbI MPOrpeccMpoBaHUs NTErOYHbIX PaCCTPONCTB
[29-32]. BayKHO OTMETUTb, YTO NP CBOEBPEMEHHOM U afeK-
BaTHOM Jle4eHUn OGaKTepuasbHbIX OCNOXHEHWH, yny4yle-
HUW MYKOLIMIMAPHOIO KAMpeHca cTabunnsauns CoOCTOSHMS
nauveHTa nposiBSeTCs YMEHbWEHWEM Harpy3Kku Ha Ablxa-
TENbHYIO CUCTEMY, CHWXXEHUEM 3IHEPreTUHECKUX MNoTepb,
4YTO COOTBETCTBEHHO 61aronpmUATHO OTParKaeTCcs Ha HyTpu-
TMBHOM cTaTyce nauueHTa.

POJIb TAPTETHOM TEPANUU B NPO®UIAKTUKE

U KOPPEKLIUM NPOSIBIEHWU HEJOCTATOYHOCTH

NMUTAHUA NPU MYKOBUCLIMAO3E

B nocnegHue rogbl ocoboe 3HavyeHue npuobpeTatoT
HOBble TEXHONOMMKU ANst pa3pabOoTKKM ITUOTPOMHOM M naTo-
reHeTnyeckomn Tepanun MB, HanpaB/IEHHOM Ha BOCCTAHOB-
neHne pgedeKkrta reHa wau ero npoaykta. CBoeBpeMeHHO
Ha3Ha4yeHHas TapreTHas Tepanus BOCCTaHaBAMBaET Hapy-
LUEHHYIO B pe3ynbTate MyTauuun reHa dyHKkumio 6enka CFTR,
4YTO 0COBEHHO BaXHO — KaK Ans NpobuIaKTUKKM pa3BUTUS
nposiBNeHU 3a60neBaHns, TaKk 1 419 KOPPEKLUN YIKE UMe-
IOWMXCA HapyWweHWn NIero4HOn GYHKUMM U HYTPUTUBHOWM
HeJOoCTaTO4YHOCTH. B 3aBUCUMOCTH OT BANSAHUSA Ha QYHKLMIO
6enka CFTR Bce BapuaHTbl MyTauui reHa CFTR noapas-
LensoTcs Ha 7 OCHOBHbIX KNaccoB. Pe3ynbtatom reHetu-
YeCKMX BapuaHTOB Kaacca | ABnseTcs HapylleHne cuHTe3a



6enka CFTR, knacca |l — HapyuweHne co3peBaHus 6enka
CFTR, knacca lll — HapylueHne perynsiuum xI0pHOro KaHa-
na, knacca IV — HapylweH1e NnpoBOANMMOCTH XJIOPHOIrO KaHa-
na, Knacca V — CHUXeHne KonnyectBa GyHKLMOHANbHOIO
6enKa, Knacca VI — CHUXeHWe BpeMeHW HaxoxaeHnsa 6eska
Ha NOBEPXHOCTU KNETKK, Knacca VIl — HapyleHne o6paszo-
BaHMA MaTPUYHON PUBOHYKNENHOBOW KMCNOThl [33—-35].

OHK-amnarHocTUKa 4YacTbiXx MyTaUWW MNO3BONSET Mpo-
rHO3MpoBaTb pPa3BUTME MNaHKpeaTU4eCKOM HegocTaTou-
HOCTHW. lNMauneHTbl, FOMO3WUIOTHbIE MO MyTaLMaM Knaccos
|-l («TsKenble» MyTauuu), NpoaABnAOT GeHOTUN, CBS-
3aHHbIN C MaHKpeaTM4eCKOM HeJoCTaTOYHOCTbiO, 6onee
BbICOKOM 4aCTOTOW OC/MIOXHEHWN B BUAE MEKOHMEBOro
uneyca, npexaeBpeMeHHON CMepTHOCTblo, 6ofiee paH-
HUM K1 6onee cepbe3HbIM yxyaweHneM OYHKUMKU Terkux
[35-37].

BbigsBneHne 4yacTbix MyTauMh U CeEKBEHWpoOBa-
HWEe reHa ANS MOWCKa pefKux MyTauun obecneyuBatoT
BbIGOp TapreTHon Tepanuu. [pu OTCYyTCTBUM BO3MOXK-
HOCTU MOSIHOW 3aMeHbl MYTAHTHOrO reHa HopManbHOM
KoMunen B HacToslwee Bpemsa MAeHTUOUUMPOBaHbI Manble
MOJIEKYNbl, BOCCTaHaB/AMBalOWME MPOLECChl CUHTE3a,
TpaHcnopTta K Mem6paHe unu paboty 6enka CFTR. CFTR-
MOAYNATOPbl — npenapatbl, AENCTBME KOTOPbIX Hanpas-
JIEHO Ha BOccTaHoBNeHMe dyHKUMKM 6enka CFTR. B cBasu
C MHOroo6pasnem BapuaHTOB myTauun reHa CFTR pas-
pa6oTka CFTR-MoaynsiTopoB TapreTHOW Tepanuu uMmeer
HECKOJ/IbKO HanpaBfieHnM:

1) npenapaTbl 415 HOCUTENEN FEHETUYECKOrO Bap1aHTa
Knacca | (6enoK He CHUHTE3UpyeTcsl) CroCcOBCTBYIOT «MpPo-
YuUTbiBaHUO» cTton-kogoHoB CFTR-mRNA. o cocTosiHuio
Ha CeroHsLWHNIM AeHb Tepanus He pa3paboTaHa;

2) KoppekTopbl CFTR — npenapaTbl AN HocuTenewn
reHeTM4ecKoro BapwuaHTa Knacca Il n Haubonee vacTto
BCTpeyvatoLllencs mytaumnm F508del (6enok He co3peBaeT);

3) noteHumatopbl CFTR — npenapatbl Ans Hocutenen
reHetmyeckoro BapuaHTa KnaccoB Il n IV (CFTR-KaHan
HEe QYHKUMOHUPYET UK ero GyHKLMSA CHUXKEHA);

4) ycunutenn CFTR — BoccTaHaBnMBalOT npouecc
TpaHcnsaumMmM npu obpasoBaHMK Geflka BO BPEeMS MPOXOXK-
NeHnst puéocomMbl Mo MUTOXOHAPUanbHon PHK (yBenunyenune
KonuyecTtBa 6enka CFTR) [34, 35, 38, 39].

B KnuvHMYyecKoM npakTuke dapmakonormyeckoe Moay-
IMPOBaHWE MOHHOMO TPaHCcNopTa B HacTosLLEee BPEMS BO3-
MOYHO C MUCMNONb30BaHMEM KOPPEKTOPOB U NOTEHLMATOPOB
ONS nauueHToB, MMelolmx myTaunn Knaccos I, I, IV [34,
36, 37]. Hanbonee pacnpocTpaHeHHON ABASIETCS MyTaLuWs
knacca Il reHa CFTR B aKk30He 10 — F508del, cBsizaHHas
NPEUMYLLECTBEHHO C MOSIBIEHUEM MNEPBbIX KAMHUYECKUX
npu3HakoB MB B paHHeM BO3pacTe U pa3BUTUEM NaHKpe-
aTM4EeCKOM HeJoCTaTOYHOCTU. YacToTa BbIIBNEHUS TeHe-
TMyeckoro BapuaHTta F508del — 52,61%, CFTRdele2,3 —
6,21%, E92K — 3,00% [3, 5].

B MHOro4mMcneHHbix uccnegoBaHuax gokadaHa adpdek-
TUBHOCTb WCMO/b30BaHWs KOMOGMHALMKW KOPPEKTOPOB
n noteHumatopoB (CFTR-moaynatopoB | u Il nokonexwms)
[ON9 YMEHbLUEHNS 4acTOThbl U TAXKECTU BPOHXONEro4HbIX 060-
CTPEHWUN, YNYYWEHUSA IKIOKPUHHOM YHKUMKU MOAKENyaoy-
HOWM >Kenesbl, YTO MPUBOAMUT K YBENUYEHUIO MaccCbl Tena
M Macco-poCcTOBOro MHaekKca [5, 35-40].

lMpoBeaeHne HEOHaTaNbHOrO CKPUHMHIA U PaHHUI CTapT
TapreTHow Tepanuu npeaynpexKaatoT pasBuTe 4eCTPYKTUB-
HbIX UBMEHEHWM NEero4YHOM TKaHU U NOAKENYAOUYHOW Kenesbl,
3HAYUTENbHO CHUMXKas PUCK GOPMUPOBAHUSA HYTPUTUBHOWM
HegocTaToyHOCTU. Ocob0oe 3HayveHue umeeT paspaboTKa
nepcoHann3nMpoBaHHbIX METOLOB NevyeHns nauneHTos ¢ MB,
MMetoLmMX Heobbl4Hble MyTauuu reHa CFTR, nytem onpeae-

nexnuns addbexktTuBHocTM CFTR-MoAyNnaTOpPOB Ha opraHouaax
B nabopaTtopHbix ycnoBusx. [poBegeHMe NepcoHanuau-
poBaHHOW Tepanuu, BbigBasaowen apdekTnBHoCcTb CFTR-
MOAYNATOPOB ANS pa3/IMYHbIX KNaccoB MyTauuh, B TOM
4yucne n peaKkux HapylweHun HyKNeoTUaHON nocnegoBarteb-
HOCTW, NMO3BONSET pPaCWMPUTb MOKa3aHWs K Ha3Ha4yeHUIo
TapreTHon Tepanuu [34, 35].

B HacTodlee BpemsaA Haubonee nepcrneKTMBHOMN
ANS ycnewHon nNpoduNakTUKM M KOPPEKLMUKU MPOSBNEHWUN
MB sgBnsetcsa ganbHenwas paspaboTKa npenapatoB Tap-
reTHOM Tepanuu, AenCTBME KOTOPbIX HampaBneHO Ha BOC-
cTaHoBneHne ¢GyHKuum 6enka CFTR, 1 MeToaoB peaaKkTu-
POBaHUS HapyLlEeHUH HYKNeoTMAHOM nocnefoBaTeNbHOCTU
reHa CFTR.

3AK/IIOYEHHME

PUCK pa3BuTUA HYTPUTUBHOM HEAOCTATOYHOCTM Y Naum-
eHToB ¢ MB o6ycnosneH ¢dopmupoBaHuem 3lMH, ycuneHu-
eM KaTaboNMyecKMx MpoLeccoB MNpu MporpeccupoBaHum
pecnupaTtopHon nartonoruun. lpodunakTuka HapylweHun
N KOPPEKLMSA BOSHUKLUMX UBMEHEHMI HYTPUTUBHOIO cTatyca
nauueHTa o6ecneynBaeTcs akTUBHbIM NOAXOAOM K MUTAHUIO
C NOBbIWEHWEM KaNoOpWUMHOCTM pauuoHa Ha doHe 3ame-
CTUTENbHON GEepMEHTHOM Tepanuu, yMEHbLUEHNEM Harpys-
KW Ha AblXaTebHYI0O CUCTEMY, CHUKEHUEM IHEPreTUYECKUX
noTepb Npy CBOEBPEMEHHOM U afleKBaATHOM fie4eHnmn naTo-
NIOrMK pecnmMpaTopHOro TpakTa.

[eTn ¢ nposiBAEHWSMM MYKOBMCLMAO3A HyxAaloT-
Csl B KOMMNEKCHOW Tepanuu, BKOYalowWwen HYyTPUTUBHYIO
noadepXKy Ha ¢doHe 3amecTUTeNbHOM Tepanuu naHKpe-
aTM4ecKkMMmn depmeHTamu, MOCTOSIHHOE WMCNOoNb30BaHWe
MYKONMTUYECKMX MNpenapaToB, NnevyeHne GaKTepuanbHbiX
OC/IOXKHEHUI, CBOEBPEMEHHOE MNOAK/OYEeHWEe TapreTtHomn
Tepanuu. KomnaeKcHbIM NOAX04 U HEMPEpPbIBHOE NpoBeae-
HWe ne4yebHbIX MEPONPUATUIA 3aMEANSI0T Pa3BUTHUE AECTPYK-
TUBHbIX NPOLECCOB B AblXaTE/IbHON CUCTEME U KeNyLoyHO-
KULWEYHOM TpaKTe, YTO N03BONSET 60bUNHCTBY NaLMEHTOB
LOCTUIHYTb 3penoro Bo3pacta.

MoBblleHMe KayecTBa M MNPOAOIKUTENBHOCTU KU3HU
60nbHbIX MB Ha coBpemeHHOM 3Tane obecne4ynBaeTcs nep-
COHaNM3MPOBaHHbLIM MOAXOAOM K Tepanuu, UCNONb30BaHU-
eM nepefoBbIX HayyHbIX AOCTUXKEHUW. Hanbonee nepcnek-
TUBHOM §IBNSieTCA AanbHenwas pas3paboTKa npenapaTtos,
BOCCTaHaBnuBawoWwmnx dyHKUuio 6enka CFTR, n metonos
ycTpaHeHus aedekrta reHa CFTR.
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HoGeneBCKylo npemMuio No MmeauLMHe NONYUYUIIU
yuyeHble u3 BeHrpuu u CLUA 3a usyyenuume PHK

6napatensamu HobenescKom npemuun B 06nacty Gpusno-

norMn U mMeauunHel 2022 1. ctanu ydyeHble KatanuH
Kapuko (BeHnrpus) n Opto Bancman (CLUA). OTKpbITMS ABYX
HOOGENEBCKUX NlaypeaToB Chirpanu BaXXHyl0 poib B pas-
pa6otke MPHK-BakuunH npotus COVID-19 BO Bpemsa naH-
OeMuu, roBopuTCca Ha cante HobGeneBCKOro KomuTeTa
KaponuHckoro nHctutyta CToKronbma.

B yacTHOCTH, peyb naeT 06 «OTKPbITUAX B 061aCTU MOAMK-
dUKaLMN OCHOB HYKJIEMHOBBLIX KWUCJIOT», KOTOpPble CTanu
TONYKOM K pas3paboTke 3dDEKTUBHbIX NMPOTUBOKOPOHABU-
pycHbix MPHK-BaKuuH. lony4yeHHble B xofe uUccnenoBa-
HWUN 3HaHKUS «dyHOAAMEHTaNbHO U3MEHW/IM Hallle NOHUMaHWe
Toro, Kak MPHK B3anmoaencTByeT ¢ UMMYHHOW CUCTEMOM»,
coobuwaeT Hob6eneBCcKM KOMUTET B CBOEM Mpecc-peninse.

OTmeyaeTcs, 4TO U3yyeHne MPHK HaTOMKHYNO y4eHbIX
Ha MbIC/Ib O pa3paboTKe NPobUNaKTUHECKUX MpenapaToB
NPOTUB LUMPOKOTO CrneKTpa 3aboneBaHui: «Bnevyatngowas
TMOKOCTb M CKOPOCTb, C KOTOPOW MOrYT ObITb pa3paboTaHsl
MPHK-BaKLMHbI, OTKPbIBAIOT MNYTb K UCMOJIb3OBAHUIO HOBOM
nnathopmMbl U ANA BaKUWH NPOTUB APYrUX UHOEKLMOHHbLIX
3aboneBaHunin». Kpome TOro, B HobGeneBckoM KomuTETE
HageloTcs, 4To B 6yayLiemM TEXHONOMUI0 co34aHus npenapa-
TOB Ha ocHoBe MPHK nony4uTcs ncnonb3oBaTh ANS ieYeHus
HEKOTOPbIX TUMOB pakKa.
UcTouHuK: https://gxpnews.net/2023/10/
nobelevskuyu-premiyu-po-mediczine-poluchili-uchenye-iz-
vengrii-i-ssha-za-izuchenie-rnk/

FDA oao6puno 603yTMHUO ANns aeten
C XPOHUYECKUM MUENIOreHHbIM JIEMKO30M

npasneHue Mo caHWTapHOMY HaA30py 3a KayecTBOM

nuuLeBbIX NPOAYKTOB U MeanKkameHToB CLUA (FDA) ogo-
6puno 603yTMHMG (Bosulif, Pfizer) ana neamnatpuyeckux
nauveHToB B BoO3pacTe 1 roja W cTapwe C XpoHuye-
CKon $a3on XpOHMYECKOrO MUENOreHHOro ieMkosa (XMJ)
C NOJIOXUTENbHOW dUNagenbGUUCKON XPOMOCOMOM
(Ph+), KoTopbin NMGO BMNepBble AWArHoCTUpoBaH, NM60
UMEET PE3UCTEHTHOCTb/HENEPEHOCUMOCTb K NpeaLecTBy-
lowen Tepanuu.

AreHTCTBO TaK»e 0406puI0 HoBble Kancybl no 50 1 100
MI 4151 NeyYeHns geTen.

MHrMéutop TMpo3nHkmnHasbl (MTK) paHee 6bin 0go6peH
ans B3pocnbix. Tpu apyrux UTK paHee 6biin 0go6peHbl
onga nedyenns XMJ1y geten.

OpobpeHne 6bino ocHoBaHo Ha BCCHILD — neauna-
TPUYECKOM MUCCNeaoBaHuM Mo nofbopy A03bl C y4acTUeEM
nauneHToB B Bo3pacTe 1 roga v ctapwe. Cpeaun 21 pebeHka
C BrMepBble AMarHoCTMPOBaHHOW XpoHuYecKon dason XMJI
Ph+, nonyyaslero neyeHue B Ao3e 300 Mr/mM2, ypoBeHb
OCHOBHOrO LMTOreHeTM4ecKoro oteeta cocTtaBun 76,2%,
YPOBEHb MOSIHOrO UMUTOreHeTnyeckoro oteeta — 71,4%,

a ypoBeHb OCHOBHOI0O MOJNIeKynsipHoro orBeta — 28,6%
B TeYEeHWe MmeanaHHOM NpoaoIKnTeNbHOCTH 14,2 mec.

Cpean 28 peten ¢ peuuaMBOM/HENEPEHOCMMOCTbIO
3a60oneBaHusa, nonyyaBlUMX Ao3y 4o 400 Mr/mM2, ypoBeHb
OCHOBHOIMO LMTOreHeTu4yecKoro oteeTta coctaBun 82,1%,
YPOBEHb MOJIHOTO LMTOreHeTM4Yeckoro otBeta — 78,6%,
a ypoOBEHb OCHOBHOIO MoneKynsipHoro otseta — 50%, cpea-
HAS NPOAOMKUTENBHOCTL — 23,2 MecsLa.

Cpean 14 nauueHTOB, Y KOTOPbIX Habnoganca 3Ha4yu-
TeNbHbIN MONEKYNSAPHbLIA OTBET, ABOE NOTEPSIN €M0 — OAMH
yepes 13,6 mec nevexus, a gpyron — yepes 24,7 mec.

Mo6o4Hble apdeKTbl, BO3HUKIWNE Yy 20% 1 6Gonee aeTen,
BKJIl0Yanu aunapeto, 60/b B KMBOTE, PBOTY, TOLWHOTY, Cbifb,
YyTOMASEMOCTb, HapylweHue QYHKLUKU NeveHU, FOSIOBHYIO
60/b, MMXOPaAKY, CHUXKEHWe annetTuta u 3anop. B uenom,
y 45% 1 6onee nauneHToB HabAlOAANMUCh NOBbILLEHWE YPOB-
H KpeaTWHWHa, anaHWHamuHoTpaHcbepasbl WAM acnap-
TaTaMUHOTpaHcdepasbl, a TaKXKe CHUXEeHWe KonuyecTsa
NENKOLMUTOB UM TPOMBOLMTOB.

UcTo4HUK: https.//www.medscape.com/
viewarticle/996874

MuH3apaB 0406pun BaKLUHY
NPOTUB ONOACbIBaIOLLEro reprneca

MH3apaB Poccun ogobpun nepByto BaKuMHY Ans npodu-
JTAaKTMKK onosicbiBatollero repneca LUnHrpukce. lMNpena-
paTt ¢ 2017 r. y>Ke pa3pelueH K npumeHeHunio B CLLA n EC.

PekomMOWHaHTHaA afbloBaHTHaa BaKLMHA MNOKa3aHa
a9 NPOGUNaKTUKM ONOSICLIBAIOLLETO reprneca u CBA3aHHbIX
C HUM OCNOXHEHMI Y B3poc/bix ¢ 50 neT 1 cTaplie, a TakxKe
y B3POC/bIX C 18 NeT ¢ NOBbILWEHHbLIM PUCKOM Pa3BUTHS OMO-
ficbiBatolLero reprneca. BakunHy BBoAAT ABa pa3a C UHTEpP-
BasioM OT 2 40 6 mec.

BaKunHa coaepuT ravkonpotenH E — 6enok, npwu-
CYTCTBYIOLWMI B BUpPYCe BETPSAHOM OoCnbl. TaKXe B npenapart
BK/IlOYEHa aAbloBaHTHaa cucTeMa, cocTosllas M3 pacTu-
TENbHOro 3KcTpakTa QS-21 u 6aKTepuanbHOro 3KCTPaK-

Ta MPL, ans ynyyweHus OTBETHOW peaKuun opraHusma
Ha BaKLUMHY.

Mpenapat BbiNycKaeTcs B Buae nnobwuamsata 4na npu-
rOTOBNIEHUS CYCMEH3MU ANS BHYTPUMbILWEYHOrO BBEAEHUS.
B KOMNNeKTe MMeeTcs CycneH3us, coaepallas agbloBaHT,
npeaHasHavyeHHas Ans pa3BeaeHus TMoOUIN3UPOBaAHHON
BaKLMHbI.

«[lpenapaTt MOXET BbI3blBaTb HEXeNaTelbHble peaKLnu
B BM/l€ 03HO6a, TMXOPaKK, rOJIOBHOM 60N, alSIEPrUYECKMX
peakuui 1 ap.», — yKasaHo B MHCTPYKLMKU NO MEAULIMHCKO-
MY MPUMEHEHMUIO.

UcTo4HMK: https;//medvestnik.ru/content/news/Minzdrav-

odobril-vakcinu-protiv-opoyasyvaushego-gerpesa.html
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NMNobeabl pPOCCUUCKUX NeanaTpoB
Ha MeXayHapoAHOMU apeHe

CoBMecTHas KoHpepeHLUMs1 EBpornercKkom neamnatpmndeckomn accolmarnm / Coro3a HaLlMoHalbHbIX €BPO-
MENCKUX neanaTpuyecKkmnx obiyectB u accoumaimn (EPA/UNEPSA) n Accoumaumnmn neamatpoB Cepbumn
15t HOT TOPICS EUROPAEDIATRICS cocTtosinack B benrpaze (Cepbus) ¢ 5 rno 8 oktabps 2023 roja.

acblllleHHas Hay4yHasa nporpamMmma  ocBelana

aKTyanbHble BOMPOCHI neguvatpuM, B TOM 4wucie
cTpaTernv paLumMoHanbHOro NMTaHus, pa3BuTne MMKpobrMoma
M ero BIWSHWE Ha 340OpOoBbe [JeTel, NocneacTBus
nepeHeceHHoro COVID-19, coBpemMeHHble acneKTbl BeAeHUs
nauMeHToB € M3OGbLITOYHOM MacCCOM Tefla U OXUPEHUEM,
pefknumu 6one3Hamu u ap. Oco6oe BHUMaHKUe 6bIno yaeneHo
OKal3aHWi0 MEeAMLMHCKOM MOMOLWM AeTsaM, OKa3aBlMMCS
B TPYAHOW XU3HEHHOM CUTYaLMK.

Poccuickaa pgenerauua OETCKUX Bpayewn, cobpasluas
NoYTH YeTblpe AecsATKa cneunanmucToB U3 pasinyHbIX ropo-
[10B Hallem cTpaHbl (MockBbl, CMoneHcKa, MpKyTcKa, XaHTbl-
MaHcuiticka 1 ap.), Bo rnaBe ¢ npe3uaeHTom Coto3a neau-
atpoB Poccuun J1.C. HamasoBon-bapaHoBon 6bina 0gHOM
M3 caMblX MHOTOYUCNEHHbIX. EBPONENCKMMKU Konneramu

s e

Obl/IM BbICOKO OLEHEHbl NpeacTaBieHHble Hay4YHble paboTbl
OTeYeCTBEHHbIX NeauMaTpoB. HeyanBuTenbHO, YTO ABa nep-
BbIX MecCTa 3a Ny4LlWnit NOCTEPHBIN U YCTHLIW LOKNaAbl OblIn
NpUCYAeHbl UMEHHO POCCUCKUM AETCKUM AOKTOpam!

B pamKkax KoHbepeHuMM cocTosffiacb reHepanbHas
accambrnies EBponenckon neguaTtpuyeckom accouua-
umun / Colo3a HauMoHanbHbIX €BPOMNENCKUX neguatpuye-
CKMX 06LLecTB 1 accoumaunn, Ha kotopon J1.C. HamasoBy-
BbapaHoBy, nacT-npe3unaeHta EPA/UNEPSA, BHOBb n3bpanu
COBETHUKOM M 4neHom McnonkomMa accounauuu.

Colo3 nepguatpoB Poccun nosppasBnser npesvieHTa
Halwen npodeccnoHanbHOM accounaLnmn n 6narogapuT Bcex
KONNEr, MPUHABLUKMX yYacTUe B KOHbEpeHUMU U AOCTOMHO
npeaCcTaBMBLUMX YCNEXU M OMblT AETCKUX AOKTOPOB Hallen
CTpaHbl Ha MeXAyHapoAHOM apeHe.

¢ EUROPEAN y
PAED) A
WASSOCF‘%'%F\CJ © NTEF"-\

(EPATUNEPSA)

Poccuitickas fenerauus neguatpos Ha 1StHOT TOPICS EUROPAEDIATRICS, Benrpaa, Cep6us
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J1.C. Hama3oBou-bapaHoBOM

asa 1. [1eTCTBO U OTPOYECTBO

leponHa Halwero o4yepka MNosiBUAACb Ha CBET PaHHWUM
MIOIbCKMM YTPOM B 3HAMeEHUTOM 25-M poaaoMe Ha ynuue
doTMEeBON B CeMbe IOHOM CTYAEHTKU-UCTOPUKA ANNOYKHK
W acnupaHTa-pagnodusnka Cenmypa. M noka COTPYAHWKM
poaaomMa 6erann cMOTpeTb Ha HEOObIYHYIO HOBOPOXKAEHHYIO
C ANIMHHBIMKW BONIOCaM# A0 Njey, Mofogas maMa npuaymana
UMs cBOeWn Jovepwu, oT KoTtoporo Cevmyp npuwen B BOC-
Topr, — Jlenna.

N TO N reHeTuKa cbirpana CBOK PO/b B JalibHENILEN
cyabbe aeBoyKkM (06a poauTens BNocneacTBMM MHOIO gecs-
TUETUM — KaXKabl B cBOEN 061acTu — TPYAUIUCH B CTPYK-
Typax Axkagemum Hayk CCCP), To nu anureHeTuKa (napy
nepBblX net ANNoYyKe, KoTopas He 6pana akaaemoTnyck,
4aCTeHbKO NPUXOAMNOCH 6paTh A0Yb HA IEKLMM UK IK3aMe-
Hbl B poaHon MI'Y, rae ¢ Hel OXOTHO Urpanu apyrue cTyaeHThl,
a vHorga v npenogaBatenu, Aa v BoobLe ANs POAUBLUMXCS
B AKaeMMUYeCKOM panoHe CTONnLbl Halen PoauHbl caMon
cyab60oK 6b110 NpegHavYepTaHo NPOUTHU TPAEKTOPMIO OT AeT-
CKOro caja W wkKonbl 40 YHMBepcuTeTa U AKaLeMUYecKoro
HWNW), HO UMEHHO TaM, Ha NMKe COBPEMEHHOM HayKK O AETSX,
M OKa3anacb CO BPEMEHEM HaLLEN repomHs.

Mponas ropHuna opraHM30BaHHOrO AeTcTBa B ACASAX
W OETCKOM cajy, AeBoyKa Jleina nepebonena BCEMU BO3-
MOXHbIMU MHDEKLMAMK, HO, KaK OKalanocb, BblpaboTana
MMEHHO TOT MMMYHMTET, KOTOPbIM O4YEHb MPUroaMICA €en
B Oyayuien npodeccuoHanbHON XM3HU. A yyeba B crieyu-
anusupoBaHHOM WKose N2 75 ¢ npenogaBaHueMm psga
npeaMeToB Ha GpaHLy3CKOM f3blke NO3BOAMIa HE TOJb-
KO NOMy4YuTb BMECTE C OT/IMYHbIM aTTeCTaTOM O CPEAHEM
o6pa3oBaHuu elle ABa cepTuduKaTa (npenogasatens urpbl
Ha dopTennaHo n CTEHOrPaPUCTKU-MALLUMHUCTKM CO 3HAHM-
€M OCHOB AeN0MNpPOn3BOACTBA), HO U HAaY4YUTbCS NPaBUIbHOM
camoopraHu3aumu, 4ytobbl BCe yCneTb — YYUTbCS TONbKO
Ha NATEPKM, a elle NOCBALWaTb 3Ha4YMTEeIbHOE Bpems obLle-
CTBEHHOM paboTe, MOCELEHNO CMOPTUBHBIX CEKLIUM, YpO-
KaM B My3blKanbHOM WKONE, CaMOAeATENIbHOCTU U OOLLEHUIO
C APY3bAMMU.

M noka nana CerMyp MeyTan o Kapbepe Ans Jo4vepu
B 06/1aCTW TOYHbIX HayK (BefAb Ha MaTemMaTU4YECKUX OSIUM-

nuagax 4aCcTeHbKO NnepBble MecTa
3aHumana), a mama Anna — ryma-
HUTaPHbIX (HE 3PS KEe COYMHEHUS
npu3HaBanncb NyyliMMKU B pano-
He, a CTUb NMUCbMa OYEHb XBasu-
M Konneru ¢ GUNoIorM4yecKoro),
JNlenna pewwuna BblGpaTb CBOEW
npodeccuen meanumHy. KoHeyHo,
He NPOCTO TaK. Taxenas 60ne3Hb,
noagxkpaslwascs He3aMeTHO,
3acTaBuna MNepeHecTn HECKONb-
KO CNOXHbIX onepauunn, npose-
CTV ABa roga B rurnce B Noj0BUHY
MafieHbKOro TenbLa M Ha KOCTbI-
nax. Ho Beapb Bce, 4TO HAc He yOMBAET, AeflaeT Hac cubHee!
A noToMy ele HEMHOro ycunun, euie paboTbl Hag cobown,
W pe3ynbTaT HanuLo — CHOBa NnepBas Nno BCeM npegmertam,
BKJIlO4as GU3KyNbTYpy. Ho nocne Tex AnuTenbHbIX rocnuTa-
IM3aUni 1 NOSBMNOCH Y Hallen AeBOYKM B 8 neT peleHne
cTaTb BpayoM, 4ToObl momoratb AETSM Bbi340OPaBAMBaTb,
npuyem B 60/bHULLAX C KpAaCMBbIMM NanataMn 1 Kopuaopa-
MU, rAe HeT cneumduyecKknx 60bHUYHbBIX 3anaxoB M nyrato-
LMX IeTeN B6eNbIX CTEH.

aBa 2. OHOCTBL

3aKOoH4YMB WKONY U oTpaboTas
rog npenapatopoM Ha Kadegpe
UMMYHONOrMK 2-ro mepga, Jlenna
cTana CTyAeHTKOM neauaTpu-
yeckoro dakynoteta. M BHOBb
oTnn4YyHas ydeba, obuiecTBeHHas
paboTa, CMOPTUBHbIE CEKLMUK.
Ho npu6aBunaMCb BO3MOMHOCTHU
ucnbiTatb cebs ewe U B APYrux
aKTUMBHOCTSIX — B Hay4YHOM paboTte
B CTYAEHYECKMX Hay4YHbIX KPYyXK-
Kax (CHa4Yana HeBpPONOrnu y 3Ha-
MeHuTOro npodeccopa bagansHa,
NoTOM [AETCKOW 3HAOKPWHONOTMK
y akageMuKka CTyaeHUKUHA), a TaKXKe B OCBOEHWMU JOMOJHU-
TeNbHbIX Npodeccui (TepeBoaynKa U XKypHanucTa). Hay4Has
paboTa, HanMcaHHas B MEPBOM KPYXKKe, Oblla HarpaxkaeHa
Ounnomom | cteneHn B pamKax BcemupHoro dectuBans
MONOAEXM n cTyaeHToB B 1985 roay, u Aunaom aToT Bpy4un
cam axkajgemuk E.W. Yazos! A pesynstatbl BTOPON Hay4YHOM
paboTbl 0 20-neTHeM KaTamHe3e [JeTel C caxapHbiM Auna-
6eToM NepBOro TMNa, NOCTYNMBLUMX B KOMe B MOPO30BCKY0
60nbHULY 3a 20 neT Ao 3Toro, 6b1M ONY6ANMKOBAHbLI B BUAE
CTaTbW B MPECTUKHOM XypHane «CoBeTCKoe 34paBooxpa-
HEeHWe» U [0 CMX NOoP SBAAIOTCA MEPBON NeYyaTHOM paboTown
UMEHWHHMLbI.

A noTom opanHaTypa — M BblOGpaHHbIM Hallen repouHen
HWUW neagnatpmu cTan He TONbKO MECTOM NPOXOXAEHUS aKa-
[EMUYECKOWN OpaMHATypbl, HO M Ha gonrve 35 neT BTOPbLIM,
a MOXeT, M NepBblM ee JOMOM. B roabl opanHaTypbl NOSBU-
flacb Ha CBET cTaplas Ao4b Mapus, 4epes rog nocfie OKOH-
YaHus y4ebbl Gblna 3aBeplueHa KaHauaaTcKas aucceprta-
LMa, 3almieHHasn no AByM crneunanbHoCTaIM — neanaTpum
W annepronorum u uMmyHonoruu. Jlenna CenmypoBHa BbIOGU-
paeTcs npeaceaatenem CoBeta MOSIOAbIX yHEHbIX UHCTUTYTA,




aKTMBHO MOAK/OYaeTcs K paboTe No opraHusauuun cunamum
Poccuiickon akageMun MeanumMHCKUX Hayk Becepoccuimckon
KOH®EpEeHUMN MOSIOAbIX YYEHbIX, MPUypoYeHHon K 50-neT-
Hemy tobuneto Akagemuu, Kotopas C rpaHAMO3HbIM ycne-
XOM npoxoaut B Mae 1994 ropa. Ewe 4yepes aBa roga
y MalleHbKK nosBnsieTcsd cectpeHka Hactiowa, a B 2000-m
Hallew repouHen 3alimuLaeTcs — BHOBb MO ABYM CheLnanb-
HOCTSIM — W JOKTOPCKas auccepTaums.

A panbluie BpemMs HaYyuHaeT YCKOPATbCH, MNOTO-
MYy 4TO yCNeTb HYXHO elle o4eHb MHoroe! BbINOAHWUTH
nopy4YeHne HOBOro AupekTopa HayyHoro ueHTpa 370-
poBbsi Aeten, Kyaa sowen HUW neguatpuu, akageMuKka
bapaHoBa opraHnM3oBaTb NepBbIN B CTPaHe MHOroNpoodub-
HbIM AHEBHOM CTauMoOHap, MOTOM MNOAHATb Ha HOBbLIM ypO-
BeHb paboTy KOHCYNbTaTMBHO-AMArHOCTUYECKOrO, @ No3Ke
n PeabunutaumoHHoro ueHtpa. CobpaB KOMaHAy Y4eHu-
KOB U €AWHOMbILNIEHHWKOB M HAKOMMB OMbIT OpraHn3aTopa
3apaBooxpaHeHusd, Jlenna CenmypoBHa WMHULMUPYET CO3-
naHue B CTpyKType LleHTpa HoBoro HUN — npodunaktuye-
CKOM neavaTpun M BOCCTAHOBUTENLHOIO fleYeHUs, B KOTO-
POM AOMONHUTENBHO K Ne4eB6HO-AMarHoCTUYECKON NOMOLLM,
OKasblBaeMow JeTsaM paHee, NpnbaBnaoch peabunmtaynoH-
HO-NpodUNaKTUYeCcKoe HanpaBaeHue.

asa 3. 3penble rogbl

Pa6oTtas «24 Ha 7» Ha 6naro
Hay4HOro ueHTpa W Bcex aeTen
Poccun (He TONBKO nNOTOMY
4YTO B 3TOM YYPEXKAEHUU ereron-
HO nojsly4yanu BbICOKOKIACCHYO
nomouwb 6onee 100 OO0 peten
M3 BCEX PErnoHOB, HO W MOTOMY
4TO 3Ta AEeATENbHOCTb COYeTaNach
C MHOrOYUCNEHHbIMU Moe3aKamu
C wedcKon nomolbld no cTpa-
HEe M C npeacTtaB/eHUEM AOCTU-
XEeHWN OoTevyecTBEHHOW neaua-
TPpUK 3a pybeXKoM), Halla repounHs
cTpemunacb Bce caenatb Ha naTb
¢ natocom. Hosbin Koprniyc 8 40 000
KBaApaTHbIX METPOB BO3BOAW/ICA MOA CTPOrMM eXKeaHeB-
HbIM KOHTPOMIEM KaX0ro KOMMOHEHTa CTPOUTENbCTBA, KOH-
Lenumnn BHYTPEHHEro aAnM3aiHa ¢ aTaxaMu, 0popMIEHHbBIMU
B BMWAE pa3HbIX CE30HOB roja WAM B BWAE CKA30YHbIX
uapcTB (NOABOAHOrO, 3€MHOro, BO3AYLIHOMO0), NPUAYMbI-
Ba/MCb U MPOAYMbIBANUCb A0 MeNbYalunx aeTanemn, Kax-
nasi iMccepTaums y4eHMKa BblYUTbiBaNachb M UcrnpaBnsnach

[0 3ansTow, a rMaBHOe — C KaXKAblM MaLUMEHTOM «BO3UIUCH»
CTOJIbKO BPEMEHU, CKOSIbKO HYXKHO, YTOObl ObITb MOIHOCTbIO
yBEPEHHbIMW B 3GPEKTUBHOCTU OKa3aHHOM NOMOLLK. A ellle
B TaHAEME C rMaBHbIM MeanaTpoM CTpaHbl M MO COBMECTH-
TeNbCTBY, KaK OH BCEraa roBOpuUT, My>XeM — AneKcaHapom
AnekcaHgposuyeM bapaHoBbIM — nomMoraau no 3anpo-
cam MwuH3gpaBa, pogHoN AKagemMun MeAMLMHCKUX HayK
W, KOHEYHO, pa3BuBanu nNpodeccuoHanbHylo accouualmio
[EeTCKUX Bpayen cTpaHbl — Coto3 neanatpoB Poccuu.

asa 4. TBOpuYeCcKui pacyBseT

TaK cny4nnocb, 4YTo, KOrAa CYeT B MKM3HM Halen repo-
MHU cpaBHancsa (5:5), HacTano BpPeMs MOKUHYTb MPEXHUN
Kopab/ib M 0TNPaBUTLCA B HOBOE NJiaBaHue. M a1o 6611 He HoeB
KOBYEr, MOTOMY YTO MPMHLUMN Obl HE «KaxKAoW TBapu —
no nape», a YT0-T0 COBCEM MHOE, MOTOMY YTO B HOBYIO XW3Hb
nownun ToNbKO Te, Ana Koro MopsagovHocTb, MpefaHHOCTb,
MpodeccrnoHannam 1M BepHOCTb Aenly CBOEW WU3HU U CBO-
emy Yuyutento 6bin He nycTble c/oBa, a 06pa3 KMU3HU. Tak
nosiBMUACS B CTPyKType MuHo6pHayku Poccun HUU neawm-
aTpuM W OXpaHbl 340pOBba AeTel, ToT «Oas3uc neavaTpum»,
rae No-npexxHeMy LapsT yBarkeHue Apyr K Apyry v nio60oBb
K nauueHTaMm, rge Ha CTeHax KOHCYnbTaTUBHO-AMArHOCTUYe-
CKOrO LleHTPpa BONJIOLLEHbI A/151 AETEN Pa3bACHEHUS CIOXHOI0
npoLecca 3BOMOLMM, a OTAENEHUS CTaLlMoHapa «NponucaHbl»
Ha pasHbIX KOHTUHEHTax, rae AeTsaM HPaBUTCS HaXOAUTbCSH
W rae UM COBCEeM He CTpalHo. M rmaBHOe — rae HuWKorga
He naxHeT 6oNbHULEN!
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") Check for updates

EneHbl HUKonaeBHol ban6apuHou

14 ceHTabps 2023 r. oTMeTUNa CBOW tobunen npodeccop
EneHa HukonaesHa banbapnHa — M3BECTHbIN POCCUMCKUI TOCY-
[ApPCTBEHHbIN AEATENb U YYEHbIN B 061aCTU NEPUHATONOTMMN.

EneHa HukonaeBHa poannacbk B MOCKBE B CeMbe XypHanuc-
TOB. [locne okoHyaHusa B 1977 r. Broporo MoCKOBCKOro meau-
LIMHCKOro MHCTUTYTa M. H.W. Mnuporosa noctynuna B acnvpaHTypy
HWWN neanatpum AMH CCCP no cneumanbHOCTM «neauaTpusy,
no 3aBeplleHnn obydeHus B KoTopow B 1982 r. 3aluTnna Kak-
OMAATCKYIO auccepTaumio Ha Temy «OueHKa pasfnnyHbiX MeTo-
[I0B NapeHTePanbHOro NUTaHUs HOBOPOXAEHHbIX», MOCBSALLEHHYIO
BOMpPOCaM U pa3paboTKe Hay4YHbIX OCHOB, MPaKTUYECKMUX MPOTOKO-
NOB ¥ anroputMOB OpraH13aLMmn BCKapMIMBaHUS 3TON yI3BUMONM
rpynnbl geten. Ee KaHaupatcKkas aguccepraums crana nepsow
pa6oton B CCCP no gaHHow npobneme.

B tom e rogy E.H. BanbapuHa npuctynuna K paboTe
B Hay4yHOM LieHTpe aKylwepcTBa, TMHEKONOrMN U NepUHaTONOrvm
M. akagemuka B.W. KynakoBa, rge npowna nyTb OT miagwe-
r0 Hay4yHOro COTPYAHWKA OTAENEHWs peaHuMauuu, MHTEHCUBHOWM
Tepanuu HOBOPOXAEHHBIX U BbIXaXKMBaHWS ManoOBECHbIX A0 CTap-
LIero 1 BefyLLero Hay4Horo CoTpyaHUKa Toro xe otaenexHus. OqHum
M3 BaKHbIX HanpaBleHWN B KIMHUYECKOW W Hay4yHOW AesiTenb-
HoCcTU EneHbl HUKONaeBHbI CTano MHOroNEeTHee N3ydeHne opraHu-
3aLMn peaHUMaLMOHHO-MHTEHCUBHOW MOMOLLM HOBOPOXKAEHHbIM
W HEJOHOLWEHHbIM MNajeHUaM, COBEpPLIEHCTBOBaHWE Tepanuu
NMHEBMOHMU, cencuca, OCTPON NOYEYHON HEeAOCTaTOHHOCTU, METO-
[I0B BbIXaXKMBaHWS HefoHoWeHHbIX. B 1999 r. E.H. bawbapwvHa
3alMThNa AOKTOPCKY auccepTauuto «HapyweHus oyHKUmum
MOYeK NPU KPUTUYECKMUX COCTOSHUSAX Y HOBOPOXAEHHbIX AETEM».
B 2006 r. el npucBoeHo y4yeHoe 3BaHue npodeccopa. B 2007 .
Nnosly4eHoO Ha3HayeHWe Ha [OMKHOCTb 3aMeCcTUTeNs AUpPeKTopa
o Hay4yHou paboTe LleHTpa.

C 2012 no 2022 r. E.H. banbapuHa Bo3rnasnsna [denapta-
MEHT MEAMLMHCKON NOMOLLM LETAM U CNY>KObl POAOBCMOMOMXKEHUS
MuH3gpaBa Poccun. byaydn rnaBHbIM CcneuuanncToM-HeoHaTo-
NIorom, YneHom KoopauHaumoHHOro coBeTa MuH3apaBa Poccum
MO NOBbIWEHUIO IDDEKTUBHOCTA OKa3aHWUS aKyLEPCKO-TMHEKO-
NOTMYECKON MOMOLLM KEHLLMHAM U MEAMULIMHCKOW MOMOLLM AETAM
nepBoro roga Xu3Hu, EneHa HuKonaeBHa vHCMNEKTUpOBana 3Ha-
YUTENbHYIO YacCTb PETMOHOB CTpaHbl. Kpome Toro, Ha NpoTsKeHUH
psaga net oHa pykosoauna CoBeToM Mo 3Tvke npu MuH3gpase
Poccuun. CBoen Heytomumon pesdtenbHocTblo E.H. BanbapuHa
npvBeKna BHUMaHue K npobnemMamM AeTen ¢ 3KCTpemasnbHO HU3-
KOW Maccon Tena, pa3paboTKe KIMHUYECKUX NPOTOKONOB M opra-
HU3aLMOHHbIX METOAMK OKa3aHWs UM BbICOKOTEXHONOMMYHOM Npo-
deccroHanbHON MOMOLLM.

3a Bpems TpyaoBon aeatenbHoct B MuH3apaBe EneHa Hu-
KOMlaeBHa 3HEPrMyHO 3aHMManacb Npobnemon pas3BuUTUS MHOPa-
CTPYKTYPbl MEAULIMHCKOM NoMoLmn aeTaMm. MNpu ee akTUBHOM y4ac-
TMM 6Gblna MpUHATa Nporpamma CTPOUTENbCTBa MNepUHAaTabHbIX
LIEHTPOB, B MpOLLecce peanusaLyn KOTopoi NocTpoeHo 32 nepu-
HaTanbHbIX LeHTpa B 30 pernoHax cTpaHbl. Pe3ynstatom 60MbLLoWH
COBMECTHOM paboTbl MMH3ApaBa v perMoHasbHbIX OpraHoB 34pa-
BOOXPaHEHUS SBUNOCb GecrnpeLefeHTHOE CHUMXEHUE MnageHye-
CKOW CMePTHOCTM — ¢ 8,6%0 B 2012 1. 00 4,4%0 B 2022 T.

E.H. Bain6apuHa noarotoBuna 9 KaHanaaToB U 1 AOKTOpa Me-
OMUMHCKMX HayK. OHa U ee y4YeHWKWM HEOAHOKPATHO Bble3asu
B Pa3/IMyHble PErnoHbl CTpaHbl C YHEOHbIMU NEKLUUAMU U CEMU-
Hapamu, BHeAPSIM CUCTEMY PErvOHaNU3aLmm, NOBbILWEHNUS Kaye-
CTBa MEAMLIMHCKOM NMOMOLLM MaTepu 1 pebeHKY.

Peaynbrathl nccnegoBarumn E.H. banbapuHoM Hawwim oTpaxe-
Hue B 6onee 4em 300 onybnMKOBaHHbIX HaydHbIX Tpydax. Cpeau
HWX cnefyeT OTMETUTL NepBylo B Poccun mMoHorpaduto no nepu-
HaTanbHOMy ayauTy. EneHa HuKonaeBHa siBNsieTCA pefakTtopom
M OfJHAM M3 aBTOPOB HaLMOHanbHOro pyKOBOACTBa MO HEOHaTo-
noruun, PyKoBOACTBa MO OpraHvM3auuu W LedTeNbHOCTU nepuHa-
TanbHoOro ueHtpa, deaepanbHOro PyKOBOACTBA MO UCMOMIb30Ba-
HWIO NIeKapCTBEHHbIX CPEACTB. Y Hee 8 aBTOPCKMX CBUAETENLCTB
W NaTEHTOB Ha U306peTeEHUS.
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byayyn BbiCOKOKNaccHbIM npodeccrnoHanom, E.H. bainbapu-
Ha ewe B 2001 r. ctana KoOHCynbTaHTOM EBponenckoro 6topo
BcemupHOM opraHu3aunu 34paBOOXpaHeHWs Mo BoMpocam pe-
NPOAYKTMBHOIO 3[0POBbSI YENOBEKa, MHOrOKpaTHO MpuUHWMana
y4yacTnue B KoHrpeccax EBponeickoro u BcemupHoro obuiects
nepuHaTosNoroB, a 3aTem cama MHULIMMPOBana OpraHM3auumio exe-
FOAHbIX BCEPOCCUMUCKMUX KOHIPECCOB «AHECTE3Wst U peaHumaLms
B aKyllepcTBe U HeoHaTonoruw». B MuH3apaBe OHa BbinonHana
60/1bLLYIO 06LLECTBEHHYIO PaboTy, 6yAy4M FMaBHbIM CNELMATUCTOM-
HeoHaToNoroMm, 4neHoMm KoopauvHaLMOoHHbIX coBeToB MuH3apaBa
Poccrmn no noBbileHW0 3IGHEKTUBHOCTH OKa3aHWUA MeaULMHCKON
NMOMOLLM MaTepsM U AeTAM NEPBOro roAa u3Hu, npodunakTuke
nepenayv BUY ot matepu pebeHKy 1 No BaKLMHONPOPUIAKTUKE.

HayuHble Tpyabl E.H. BanbapnHon nonyunnm BbICOKYIO OLEH-
Ky. B 2005 r. oHa yaoctoeHa npemun «[lpu3BaHue» 3a co3pgaHue
HOBOrO HanpaBfeHWs B OTEYECTBEHHOW MeAWLMHE — HeoHa-
Tonorun. B 2011 r. ctana naypeatom npemuu [lpaBuTENLCTBA
Poccuiickon depepaumn B 061aCTU HayKU M TEXHUKMU 3a Hayy-
Hoe 060CHOBaHWe, pa3paboTKy W BHeAPEHWE CUCTEMbI Mepo-
NPUATUIA MO CHUMKEHMIO MNaJeHYECKOW CMEepPTHOCTM B Hallen
cTpaHe. B 2013 r. E.H. banbap1Hon NpMCBOEHO MOYETHOE 3Ba-
HUe «3acny)eHHbI fdedTenb Hayku P®», B TOM e rogy oHa
HarpaxkgeHa HarpyaHblM 3HaKoOM «OTAIMYHUK 34PaBOOXPAHEHUS».
B 2019 r. EneHe HukonaesHe Bpy4YeHa Meaanb opaeHa «3a 3acny-
rm nepen OtedectBOm» Il cTeneHn. B 2021 r. 3a aKTUBHYIO
[EeATENbHOCTb B OpraHu3aumu paboTbl MO OKa3aHMI0 MeAWLMH-
CKOM MOMOLLUM M NPEeAoTBPALLEHMIO LMPOKOro PacrnpoCTpaHeHUs
KOPOHaBMPYCHON MHMEKLMM HarpaxkaeHa MOYETHOM rpamoToM
MpesunageHTa Poccuitickon Pegepaunm. YAOCTOEHa TaKKe Mmeaanen
YeyeHckon Pecny6nunku, UHrywetuu, Bypatum.

B Hactosiwee Bpems E.H. banbapunHa 3aHMMaeT QOMKHOCTb
rMaBHOrO HAy4yHOro COTPYAHMKA OTAENEHWs NaTosorMu HOBO-
POXAEHHbIX M HEAOHOWEHHbIX AeTerd MHCTUTyTa HeoHaTonorum
n negnatpun OIrbY «HauvoHanbHbIM MEOUMUMHCKWUIA UCCneaoBa-
TENbCKUN LIEHTP aKyllepcTBa, MMHEKONOrMU U MepuHaToNoruu
UM. akagemuka B.W. KynakoBa» MuH3gpaBa Poccun. fABnsetcs
yneHom MWcnonkoma PoccuitCKOM accouuaunn creunanncToB
nepuHaTanbHOM MeANLIMHBI, Y1EHOM pefaKLMOHHOr0 CoBETa XKyp-
Hana «HeoHaTonorus: HOBOCTU, MHEHUS, 0BYYEHWE», PEAaKLMOH-
HbIX KOMNErni ypHanoB «POCCMMCKUI BECTHUK MepUHaTONOrmu
1 neguaTtpunr», «<Bonpockl NpakTUYeCKON Neanatpum», «AKyLLIEPCTBO
¥ TMHEKONOTHSI».

Konnern-neanatpsl, Coto3 neanatpos Poccumn

OT BCey AyLum no3apasnsioT EneHy HukonaesHy ¢ obuneem
M XKenatoT KPEernKoro 3/10p0Bbs, 671arononay4ms

M fanibHeNLnX MpogeccroHasbHbIX ycrexos!





