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gx//s" eanatpoB Poccun 00beanHU BEAYLNX NPAKTUYECKUX BPaYel U y4eHbIX
CTPaHb! /19 HAMNCAHNS JAHHOW SHUMKITONEANN.
B kuure npegctaprieHa nHgopmauyns 4ns oyayLmx mam n nar, AaHbl PeKOMEH-
JAauny 1o rnojrotToBKe K MOSB/IEHNIO B CEMbE MJafeHua, noapooHo 0cBeLla-
HOTCS COBETbI 110 YX0A4Y 3a PEOEHKOM, PEKOMEHAALMN 10 MUTAHNIO, O0JIE3HAM
‘ JIeTCKOrO BO3PACTA U UX JIEYEHNIO.
- Bbl Hayyutech onpenensatb, Korga MoXHO 0004iTHCL 663 MoOMOLLM [JOKTOpaA,
a Korga Tpebyercq Bpaye6Has nomoLb. Hanaete nHgopmayno o ToM, Kak
[10MOYb PEOEHKY B HEOT/IOXHOM CUTYyauun, N Kak pacrosHarb, Y70 Takas
cuTyauns croxuniack. [loMumMo 3T0ro, B KHUTE U3J10XKEHbI MPaKTUYECKNE
[PUeMbI MCUX0I0rNYECKON MOAAEPXKN PEOEHKA B TPYAHOW CUTYaLNN.
VIHTepHET-3aBUCUMOCTb, BPEAHbIE NPUBbLIYKN, 10/10BOE BOCITUTAHNE —
3T0 TOJIbKO Masnas 4actb akTyalsibHbIX MPO6JIEM, 3aTPOHYThIX ABTOPAMM.
JHUMKnoneans OyAeT M0/1e3Ha He TOJbKO HACTOALUM U OyAYLUM
POANTENIAAM, HO W Bpa4am-reanatpam, a Takxe CTyaeHTam MEeANLINH-
CKWX BY30B.

— YBaxaemble yutarenu!
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0 K TnioBomy y B aHamHe3e. AKTUBHbIE TOM. I K TioGoMy y B aHamMHe3e; AKTUBHbIE MHDEKLIMOHHbIE
(B TOM Ymcne K CWHT cakTopa Hekpo3a onyxonu (PHO)-anbda v npimeHeHve B Teverme 1 MecsiLia aaﬁoneaaum (B T.4. Tybepkynes). .U.emmm BO3PACT 0 2 NIeT st c apTpuTom

nocne nevenus aHTu-GHO awtuTenamm. [leTckuii Bospac Ao 18 net ans 4 apTPUTOM U i aprputom. [leTckwii BoapacT o 18 net ans apTpUTOM.
J]ercmﬁ BO3PACT 10 2 NIET 18 [ 1 TUTOM. [leTckuii Bo3pacT A0 1 Tofia A NaLeHToB ¢ mnmﬁmopamw ®HO- aan;a W DUMEHERViE B TeyeHue 1 MecaLia nocne nevenits an-GHO anTutenamy. CnocoG npuMeHeHms U 03bl:

 BBG/ICHHE 162 wr

aprputom. Cnoco6 " po3bi: P

1 pa3 B Hefiento. MMraHTOKNETOuHbII apTepUUT: MoAKOXHoe BBefeHue 162 mr 1 pa3 B Heneno. MM
apTPUT: MOAKOXHOE BBeaeHme 162 mr 1pa3B3d HE/enV T NALWIEHTOB C maccovi Tena <30 kr 1 162 Mr 1 pa3 B 2 Hegenv ans naumeHmB C Maccoit
Tena =30 kr. CucTemHbiit W i apTpuT: BBeaeHue 162 Mr 1 pa3 B 2 HefienM NS NaLMeHTOB ¢ Maccov Tena <30 kr
1 162 mr 1 pa3 B Hefienio /s NaLMEeHTOB ¢ Maccoil Tena =30 kr. MoGoyHoe AeiicTBIe: 04eHb YacTo (=1/10) — MHOEKUUM BEPXHUX [ibIXATENbHBIX
MyTeid, TNepxonecTepuHemusl, PeakLyi B MecTe BBeAeHUs:; 4acto (=1/100 u <1/10) — dnermona, nHeBMOHMS, MHGEKLMM, Bbi3BaHHbIE Herpes simplex
1 na u Herpes zoster, GonM B XuBOTe, 53861 POTOBOIA MONIOCTH, FACTPHT, Chiflb, 3yn, T0N0BHas G0Nb,

aprpur:

PeBMATON bl aDTDUT: BHYTDMBEHHO KaNenoHo B 103€ 8 MIr/kr 1 paa B 4eTbipe Heflen. He DEKOMeHAYeTCA yBennienve 03l cabiie 800 mr
Ha O/1HY UHAY3VIO NaLeHTaM ¢ Maccoii Tena Buitwe 100 kr. Tl ADTPHT: BHYTP KanenbHo
1 pa3 B yeTbipe Hepenv B Ao3e 10 Mr/kr nauyenTam ¢ Maccoit Tena <30 Kr v 8 Mr/kr nawmeHTam ¢ Maccoii Tena =30 kr. CUCTEMHbII I0BEHWIbHBIN
UIMONATUYECKWiA APTDUT: BHYTDMBEHHO Kane/ibHO 1 pa3 B 1B Hefienw B 03e 12 MI/Kr nauyenTam ¢ Maccoii Tena <30 kT 1 8 Mr/Kr naliveHTam
maccoii Tena =30 kr. loGouHoe AeicTBue: 0ueHb YacTo (=1/10) — MHGEKLMM BEPXHUX AbiXaTeNbHbIX MyTeit; yacTo (=1/100 n <1/10) — dner-
MoK, WHexLuw, Bbi3BanHbie Herpes simplex 1 Tuna w Herpes zoster, Gotu 8 XWBOTe, 5386 POTOBO NONOCTH, FACTDUT, Chib, 3y, KDAMBHALR,
ronosHas Gon, y Macchl Tena, Al

aKTUBHOCTH y Macchl Tena, o6l Al
OTeKM, PeaKLM runep: KalweNb, OfbILLIKA, KOHBIOHKTUBMT; HevacTo (=1/1000 v <1/100) — AvBEpTMKYNMT, CTOMa-

OTexv, peakLiMut Tvnep: Kallenb, OfbILLKA, KOHBIOHKTMBMT; HEYacTo
JIMBEDTUKYTUT, CTOMATHT, 383 KeNy/Ka, TpakTa, obuero Gunmpy-

(=1/1000 <1/100)

TWT, $138a XeNyaka, TpaKTa, rMnepTpur 14eCkue peakLim, T

YcnoBus xpaHeHus: xpaum npn TeMﬂepaType 28°C B 3aLLVLIEHHOM OT CBETA U HEIOCTYTIHOM /1 JleTeVt MecTe, He
no Axtempa®.

* AKTEMPA"®

Owa, runeprpur aHadnakTIHeckue peakumm YCNOBUS XpaHEHUS: XDaHUTb npm Temnepatype
2-8Cs OT CBETa W HENOCTY) LN [ieTeil MecTe, He
no Axtempa®.

AO «Pow-Mocksa»

OdurumnanbHblii AUCTPUGBLIOTOP
«P.XodPpmaHnH-J1s Pow J1Ta.» (LLiBeiiuapus)
107045, Poccus, r. Mocksa

Tpy6Has nnowanb, oM 2

MomeuweHune |, aTax 1, komHaTa 42

M®K «Fanepes Hernunnas»

Ten.: +7 (495) 229-29-99

www.roche.ru
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HA MPABAX PEKJIAMbI

OynukceHT® — 6Monormyecknin npenapat, MHIM6MPYIOLWMIA GYHKLINK
OJHOBPEMEHHO ABYX KNtOYEBbIX LLUTOKUHOB UJ1-4 n UJ1-13,
UrpatoLLMx posib B NaToreHese acTMbi’2

_

ATVIEPTHYECKAR ACTMA

SRR Wl T2-ACTMA?
- | AynukceHT®
r UBHUMBHUHHAH ACTMA (aynnnyma6)

[YTb K

CMELLAHHAR ACTMA

10JIr0CPOYHOMY KOHTPONHO ACTMbI*

B kauecTBe 0ONOAHUTENBHOM MOALEPXKMBAIOLLEN TEPANNM
L7151 MauMeHTOoB cTapuwe 12 neT co cpefHeTHKEN0N U THKenomn
6poHXMaNbHOMN acTMOM!

CHMXEHUE YACTOTDI NOJIHAA OTMEHA YNYHLWEHNE OB,
TAXENbIX OBOCTPEHUN Mrgc

\:81/0 vy48/o Ano480Mn

Y NaLMEHTOB C UCXOAHBIM YPOBHEM NaLMEeHTOB, MOy4aBLUMX K 52 Hegene no cpaBHeHMIO
303>300 kn/mKn, NosyHaBLIMX Aynunymaé B nose 300 Mr k2H C UCXOAHbIM YPOBHEM Y MaLIMEHTOB,
Aynuinyma6 B pose 300 Mr k2H B COYETaHUN C 6a3UCHOMN € 303>300 xn/mMKn, NOJTy4aBLIMX

B COYETaHUU C 6a3UCHOW TEepanuen*s Aynunyma6 B pose 300 Mr K2H
Tepanueir*? B COYEeTaHUM C 6a3UCHOM
Tepanuen**

D03 - 3031HOGMNbLI; KN/MKN — KNETOK B MAKPONIMTPE; K2H — kaxxable 2 Heaenn; MIKC — nepopasnbHbie riokokopTukocTeponab; O®B, — o6bem GopcMpoBaHHOrO BblAOXa 3a NepBYio CeKyHay
* Ba3ncHas Tepanws BkIoYana B Ce65 NPUMEHeHUe CPeaHMX UK BbICOKMX 403 MHIaNALMOHHBIX IIOKOKOPTUKOCTEPUAOB B COYETaHUM C 6eTa-2 aroHncTamu v MIKC

Y NaLMEHTOB C FOPMOHO3aBUCMMO aCTMOM
Cnucok nuTepatypbl:
1. VIHCTpYKLUMS NO MEAVLIMHCKOMY NMPUMEHEHMIO IeKapCTBEHHOro npenapata [ynukceHT® (aynunymab). PernctpaumonHbii Homep J1M-005440 ot 04.04.2019 . 2. Wenzel S, et al. Dupilumab efficacy and safety in adults
with uncontrolled persistent asthma despite use of medium-to-high-dose inhaled corticosteroids plus a long-acting 2 agonist: a randomised double-blind placebo-controlled pivotal phase 2b dose-ranging trial. Lancet.
2016; 388: 31-44. 3. Diagnosis and Management of Difficult-to-treat and Severe Asthma in adolescent and adult patients. GINA Pocket Guide for Health Care Professionals v.2.0. Global Initiative for Asthma, April 2019,
38 p. 4. Castro M, et al. Dupilumab Efficacy and Safety in Moderate-to-Severe Uncontrolled Asthma. N Engl J Med.2018; 378: 2486—-2496. 5. Rabe KF, et al. Efficacy and Safety of Dupilumab in Glucocorticoid-Dependent
Severe Asthma. N Engl J Med. 2018; 378: 2475-2485

Matepuan Ans cneuuanmcTos 3npaBooXp. . NMepea 03HAKOMbLTECh C NMOJIHOW UHCTPYKLMEl MO NpuMeHeHmIo. KpaTkas MHCTPYKUMS NO MeANLMHCKOMY NMPUMEHEHMIO leKapCTBeHHOro npenapata JynukceHT®
(nynunyma6). PermctpauuoHHbii Homep: JIM-005440 ot 04.04.2019 r. JlekapcTBeHHasi ¢popMa: pacTBOp A/ MOAKOXKHOTO BBeAeHMs. PapmakonorMyeckvue CBOWCTBa: Aynunyma6 — pPeKOMGUHaHTHOe 4enoBeyeckoe
MOHOK/OHanbHOE aHTUTeNo (noaTvn IgG4) K a-cybbeauHuLEe peLenTopa uHTepnenkuHa-4. ®apmakoTepaneBTU4eckas rpymnna: MHrM6uTopsl nHTepenknHa. Kog ATX: D11AHOS5. Moka3aHus K NPUMEHEHMIO: aTOMWUYECKUI AepMaTUT
CPeAHETAKENOro U TAXENOro TeYeHWs y MauMeHTOB OT 12 fieT W cTaplue Npu HeAOCTAaTOYHOM OTBETE Ha Tepamnuio TOMMYECKMMM NIeKapCTBEHHbIMM NpenapaTamMiu UK B Clyyae, KOraa Takue mpenapaTbl He PeKOMEeHAOBaHbIK
npumeHeHmio. Mpenapat [lyn1KCeHT® MOXeT NPUMEHATbC B MOHOTEPan1u WM OfHOBPEMEHHO C TOMMYECKUMM leKapCTBEHHbIMW NpenapaTamit; B KauyecTBe AOMONHUTENbHON NOAAEPXKMBAIOLLE Tepanin 6pPOHXUaNbHOMN acTMbl
CPeAHETAKENOro N TAXENOro TeYeHUs y NauMeHToB 12 neT U CTaplle C 303MHOGWIbHBIM GEHOTUMOM UM Y NaLMEHTOB C FOPMOHaIbHO3aBUCUMON G6POHXMaNbHOM aCTMOM, MOMyyYaloWMX NepopabHble MIOKOKOPTUKOCTEPOUADI.
MpoTuUBONOKa3aHMs: NOBbILIEHHas YyBCTBATENbHOCTD K AyNWIyMaby niu nlo6oMy 13 BCMOMOraTe/lbHbIX BelecTs npenapata; AeTCKWIA BO3pacT A0 12 neT y NaUMEeHTOB C aTONMYECKUM AePMaTUTOM CPEAHETSKENOrO W TAXeNoro
TeYeHUS U 6POHXMaSIbHO aCTMOM CPEAHETSIKENOTO U TAXKENOTO TEYEHMS B CBA3N C HEYCTaHOBAGHHBIMU SPHEKTUBHOCTHIO U 6€30MacHOCTbIO MPUMeHeHUs. C OCTOPOXKHOCTbIO: MPU 6ePeMEHHOCTM (TOJILKO €C/IW OXMaeMasi Nosb3a
rnpeBblaeT NoTeHLManbHbIi PUCK ANns naoaa). Cnoco6 NnpumMeHeHUs 1 Ao3bl: NpenapaT [ynukceHT® BBOANTCA MOAKOXHO. ATONMYECKMit AepMaTUT: peKoMeHyemas i03a npenapaTa [ynukceHT® y B3poC/biX NaLUMeHTOB COCTOUT U3
HauanbHoM A03bl 600 Mr (2 MHbekumm no 300 mr) 1 BBeAeHMs aanee 300 Mr Kaxable 2 HeieN; B 3aBUCUMOCTM OT MHAMBUAYANIbHOTO TepaneBTUYECKOro OTBeTa 033 MOXET 6biTb Y no 300 mr 0. Peko ny

fi03a npenapata [lynukceHT® y naumeHToB C aTOMUYECKUM epMaTUTOM B Bo3pacTe 12-17 neT: Ans NaLMeHTOB C Maccoi Tena meHee 60 kr HavanbHas Ao3a — 400 Mr (2 nHbekumum no 200 Mr), aanee — no 200 Mr Kaxaple 2 Heaenu;
ANs NaLUMeHTOB C Maccoit Tena 60 kr u 6onee HavanbHas Aosa — 600 mr (2 webekumn no 300 mr), aanee — no 300 mr kawable 2 Hesenn. BpoHxuanbHas acTMa: pekomeHfyemas fo3a npenapata [lynukceHT®
Y B3pPOC/IbIX MaLMEHTOB 1 AeTeit (12 neT u cTaple): HauyanbHas Ao3a — 400 Mr (2 nHbekuumn no 200 mr), aanee — no 200 Mr kaxzaple 2 HeaeNu. B 3aBUCMMOCTH OT MHAMBUAYabHOTO TePaneBTUYEeCKOro OTBETa 403a MOXET 6biTb
yBennyeHa ao 300 Mr kaxable 2 Hefenu. [Ins NauMeHTOB C MIIOKOKOPTUKOCTEPONA03aBUCUMON 6POHXMANbHO aCTMOM UM C COMYTCTBYIOWNM CPEAHETKENbIM UM TSHXKENbIM aTONMUYECKUM AePMaTUTOM, NPpU KOTOPOM MOKa3aHo
npyumeHeHue npenapata [lynukceHT®, HadanbHas fo3a — 600 Mr (2 uHbekuum no 300 mr), aanee — no 300 Mr kaxzable 2 Hefienu. B cnydae nponycka A03bl NaLMEHT JOMKEH MOMYYUTb MHBEKLIMIO Kak MOXHO CKopee U 3aTeM
MPOAOMKUTL fleYeHne B COOTBETCTBUW C Ha3HaYeHHbIM eMy PeXMMOM BBefeHUs npenapaTa. Mo6o4Hoe fedcTBUE: HanboNee YaCTbIMU HeXenaTeNbHbIMU PeakUMsAMM, KOTopble HaGIofaNnCh B KIMHUYECKNX UCCNeaoBaHMAX
Yy NaLMEHTOB C aTOMMUYECKUM AEPMATUTOM, 6b1I1 KOHBIOHKTUBIT, 6aKTepuabHbI KOHBIOHKTUBUT, aNlepruiecknii KOHbIOHKTUBUT, PeakLMM B MECTE HBEKLIMM, Fepriec POTOBO MONIOCTH, 203MHOGUANS, NPOCTO repriec, 6nedapuT,
3yA B rNa3ax, CUHAPOM CyXOrO rN1asa; Han6osnee YaCTbiMU HeXeslaTe/IbHbIMU PeaKLMAMM, KOTOpble HabIioAaNNCh B KIMHNYECKUX NCCNe0BaHMNSAX Y NaLMEHTOB C 6pOHXMaNbHOM aCTMO, 6bIIM 3pUTEMa, OTEK U 3y/l B MeCTe MHbEeKLMM.
Mpodunb HeXenaTtesbHbIX PeakLmit y NOAPOCTKOB C 6POHXMabHON aCTMOM /UM C aTOMMYECKUM AePMATUTOM 12 IeT 1 CTaplie 6bi/1 CXOX C TaKOBbIM Y B3POC/bIX MaLlNeHTOB.

[inst pa6OTHMKOB 3/]paBOOXPaHEHNs ®
MpencrasutenbctBo AO «CaHodu-aBeHTUC rpyn» (PpaHums)

SA N O F I \J 125009, Mocksa, yn. Teepckas, a. 22. Ten.: (495) 721-14-00, dakc: (495) 721-14-11, www.sanofi.ru nyn UKCEeHT —
SARU.DUP.19.05.0717a eka6pb 2019 (aynunyma6)
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OyunanH® - 3¢ peKTUBHBIA TONMYECKUA aHTUBUOTUK
ANS IeYeHUs nMoaepMuin y B3pocnbix U peten’

PaspelueH c poxxgeHus®

KPATKAA UHCTPYKL XA NO MEANLUHCKOMY NMPUMEHEHUIO
MPENAPATA ®YLUUOUH®

PeructpaunonHoe ypocrosepenne: 1 N011114/02, M NO11114/03. MHH: ¢ysuposas
kucnota. JlekapcTBeHHas dopMa: Ma3b s HapyKHOrO NpuMeHeHns, 2%; KpeM A Hapyx-
Horo npumMeHeHus, 2%. MokasaHus K NPUMEHEHNIO: KOXHbIe MHOEKLK, Bbl3BaHHLIE bakTepy-
MU, YyBCTBUTENbHBIMMU K GY31A0BOI kucroTe. [IPOTMBONOKA3aHKS: rnepyyBCTBUTEbHOCTD
K KoMnoHeHTaM npenapata. C 0CTOPOXHOCTBbHO: HepeMeHHOCTb, nepuog nakTauuu. Cnocod
NPUMEHEHNS M BO3bl: HapyXHO. Y B3pocabix v feTeit 1o 18 net OyunanH® HaHocsT Ha nopa-
KEHHbIE Y4aCTKN KOXM TOHKUM cnoeM 3-4 pa3a B feHb. [1pu ncnonb3oBaHuu Mapnesbix no-
BAA30K 4acT0Ta HAaHECEHNS MOXET ObiTb yMeHbLueHa 10 1-2 pa3 B fieHb. [1pofoaXuTeNbHOCTb
NeYeHNs 3aBUCUT 0T GOpPMbI 1 TsXecTu 3abonesaHns U B cpefHeM cocTasnset 7-14 oHeit.
Mo6oyHoe AercTBUE: HEYACTO: ChiMb, PA3APAXEHUE KOXH, BKNIOYas B0Mlb, YyBCTBO YOKEHMS,
MoKasblBaHNs, 3yf, CYX0CTb KOXM, KOHTaKTHbIA AepmaTuT. Ocobble YKa3aHUs: He HaHOCUTb
QyumnanH® Ha koxy B 0bniacTi rnas. YcnoBus 0TyCKa U3 anTek: no peuenty.

MAT-24592

Cebinku:
1. Schofer H et al, Eur J Dermatol 2010 20(1): 6-15. 2. [ocyaapcTBeHHbIl peecTp NekapCTBenHbIx cpeacts hitp://grls.rosminzdrav.ru. 3. VHcTpykuma no
MeauLMHCKOMY NpuMeHeHyio npenapata Oyunann® Masb v kpeM Ans HapyxHoro npumerenms MNeOT1114/02 w MN20T1114/03.
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KOKJiloLla, Anprepun un CTONOHAKA

Nn-003707

ANnA feteit ¢4 niet, NofipocTKOB U B3POCIbIX

KPATKAS UIHCTPYKLIA 110 MEAWULIMHCKOMY MPUMEHEHUHO MPEMAPATA AJIACE/b'

TOPrOBOE HAUMEHOBAHWE: Aziacenb [BaKuMHa ANiA NPOQUAAKTUKI ANQTEUI (C YMEHbLIEHHBIM COLePXaHMeM aHTUTeHa), CTONBHAKA 1 KokMiowwa (6eckneTouHas), KoMOUHUPOBAHHaA, afcopOupoBanHaa]. PETVICTPALIIOHHBII HOMEP: /1M1-003707. COCTAB: oata
11033 BaKLMHb! (0,5 M) COLEPXUT: aKTUBHbIE BELLECTBA: CTONOHAYHbI aHATOKCUH, aficopbupoBaHbiii — 5 Lf (6onee 20 ME); audTepuitHblii aHaToKCuH, ancopbuposanHbiii — 2 Lf (6onee 2 ME); beckneTouHan KoKMioWHaA BaKUVHA, COACPXaLLAA: KOKMIOLHbIA aHaToKCHH (KA),
AACOPOMPOBAHHbIA — 2,5 MKT; GunamenTo3Hbiit remarrnioTkinH (OTA), ancop6upoBanHbiii — 5 MKT; arrioTiHoreHsl Gumbpuii Tinos 2 v 3 (OMM), ancopbupoanhbie — 5 Mkr; nepraktuk (PH), ancopbuposathbiit — 3 mkr. TOKA3AHUA K MPUMEHEHUIO: pesakuuauma
MIPOTUB CTONGHAKA, ANGTEPUN 11 KoKMW y AL B Bo3pacTe oT 4 7o 64 net. IPOTUBOMOKA3AHWA: aHagunakTuueckvie peakum B aHamHe3e Ha NiekapCTBeHHble Npenapatbl, COAepXalLive AnGTepuitHbii, CTONOHAYHbIA AHATOKCUH W KOKMIOLLHYI0 BaKLMHY; SHUedanonaTua
(Hanpumep, KoMa, HapyLLEHWA CO3HaHWA, NOBTOPHbIE CYLIOPOrH) B TeUeHwe 7 AHeil Moc e BBezeHA BaKLIHbI, COZiEPaLLEl KOKNIOLIHBIA KOMOHEHT, eCIIM He yCTaHOBAEHa Zpyras NpUuiHa; NPOrpeccupyloLLue HeBpoorneckue 3aboneBaHIs, HEKOHTPOAUPYEMad SNUALNCUA W
NIPOTPECCUPYIOLLIAA SHLEPAN0NaTIs; OCTPbIE MHOEKLMOHHBIE It HEMHOEKLIMOHHIE 3a0071eBaHHA; 000CTPeHNA XPOHIUECKINX 3a00NeBaHMii ABNAIOTCA BPEMEHHbIMI NPOTUBONOKa3AHVAMY (B TaKVX CTyYaAX BakLMHaLMA MPOBOAWTCA NOCAE BbI3A0POBACHIA NN B NEPHOZ PeMUCCUN).
M HeTsxenbix OPBH, 0CTpbIX KitLLeYHbIX 36011eBaHUAX W ADYTAX COCTOSHUSIX, BAKLIMHALIMA POBOAUTCA CPasy Nocie HopManwauun Temneparypbi. IOBOYHOE AEACTBMUE: noGouHble peakuuw, NPEACTaBNIeHHbIE HXe, NEPeUUCieHbl B COOTBETCTBUM C CCTEMHO-0PTaHHbIM
KNaccom i YacToroit BCTpeyaemocTi. YacToTy BCTpeyaemMocT onpeaenanm Ha 0CHOBaHM CRezyloLLMX KDUTEPUEB: 04eHb YacTo (= 10%; «ou»), yacto (= 1% Ao < 10%; «y»). PEAKLIUU B MECTE MHBEKLINN: «ou»: 6onb, otek, nokpaceHie. CUCTEMHBIE PEAKLIUMN: «ou»:
r0f10BHaA 001b, TOLUHOTA, AMapes, aHOPeKCUA, MUanrua, > 601b B MbILLLX W MbiLLEYHaA CnabocTb,”* oTeki B 06nacT CycTapos, ™ obLuiee HeAOMOraHHe, 03H00.” «\»: NMX0pazKa, TOLIHOT3,' PBOTA, KOXHaA Cbinb, MUnTWd,' 60Nb B MbILUILIAX UK MblLLieYHas C1abocTb,' oTekw B
06nacTi cycTaBoB,' 03H00, * yBenuueHue noambiLLeuHbIx numdarudeckix y3nos. TPUMEYAHUE: otveyanach B cneyioluux BOpacTHbIX rpynnax: ' - aetw, *- nogpoctkw, * - 3pocnbie. YCIOBUA XPAHEHA: npu temneparype ot 240 8 °C. He 3amopaxvars. [inA 03HakomneHua
€0 CN1OCOBOM NpYMeHeHWA 1 403aMK, C Mepamit NPEOTOPOXHOCTH NpW MPUMEHeHMM, C NOBOUHBIMU PeaKLMAMY, BOHKAIOLIMMI HEYACTo, PEAKO U 0YeHb PEKO, C OCOBBIMM YKa3aHIAMM, a Take ¢ Apyroii HeobX0AUMOit MHGOPMaLLVelt 0bpaTUTeC K TeKCTY MOAHOI 0gULIaNbHOI
WHCTPYKLMIA N0 NPUMEHEHWI0 1eKaPCTBEHHOMO Npenapata.

Mpeacragutenbcreo AO «CaHodu-agexTuc rpyn» (Dpauma). 125009, r. Mockea, yn. Teepckan, 4. 22. Ten: (495) 721-14-00, dakc (495) 721-14-11, www.sanofi.ru, www.privivka.ru
1. ABanTupoBaHo U3 UHCTPYKLMM N0 MeAULMHCKOMY NpuMeHeHvio npenapara Aacenb J1M-003707 ot 28.06.2016. 2. MidopmauvorHoe nucsmo OFBY HIUMAN OMBA Poccun No01-21/1258 ot 10.10.2016 «O 3abonesaemocTy koknioluem B PO 1 HOBbIX BO3MOXHOCTAX ero
BaKLuHonpounakTukuy. 3. Mpukas Mukuctepcrea 3apasooxpatenua PO ot 21 mapra 2014 1. N2125k «00 yTBepaeHAM HaLOHaNbHOTO KaneHAaps NPOYUNAKTUUECKWX NPUBUBOK U KaneHAapA NPOGUAAKTIYECKIX PUBMBOK N0 SMUAEMIYECKUM MOKA3AHNAM (C U3MEHEHUAMM U

Aononxexmnamu). 4. Zepp F, Heininger U, Mertsola J et al. Rationale for pertussis booster vaccination throughout life in Europe. Lancet Infect Dis 2011; 11(7):557-570. 5. Adacel product monograph, 2012. URL: https://www.vaccineshoppecanada.com/documentcfm?file=adacel_e.pdf
(no cocToARMI0 Ha 26.06.2018). 6. VIHCTPYKUMA N0 MeAMLIMHCKOMY NpUMeHeHMio npenapata Mextakcum® ICP-005121/08 ot 30.03.2018.

priVina eiru SANOFI Y
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MATEPUAN ANA CNELMANNCTOB 31PABOOXPAHEHUA.
MEPE[ HASHAYEHWEM 03HAKOMBTECH C NONTHOW MHCTPYKLIMEN MO NPUMEHEHNIO.
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NPUBOOWNT K PA3PYLLEHIH KOCTHOWN TKAHN,
MOBPEXXOEHWIO APYTINX OPTAHOB 11, BO3MOXXHO, K CMEPTIA"-2
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GNN3APUSA

SKYJNIN3IYMAB

30 mn

MepBbiit 6GMoaHanor akynmsymaba’

BbICTPO 1 CTabUABHO CHUXAET aKTUBHOCTb TePMUHAMBHOMO
KOMTI/IEKCA KOMIM/IEMEHTa

[NMpepoTBpaLLaeT BHYTPUCOCYANCTLIV TEMOMN3 Y OO/bHbIX
napoKCM3MabHOM HOYHOW reMOrNOOUHYpUeERn

ynquuaeT Ka4eCTBO XN3HN I'IaLl,l/IeHTOB*

CTEPHABLHD

KpaTkasi MHCTPYKLMSA MO MEAULMHCKOMY MPUMEHeHMIo npenapata dnusapus’. PernctpaunorHblit Homep: /1M-005395-110319. dapmakoanHamuKa. IKkynr3ymal noAaBnseT akTMBHOCTb TEPMUHaTb-
HOro KOMMeKca KOMMIEMEHTa YenoBeka, 06/1afas BblCOKON athUHHOCTBIO K ero C5-KOMMNOHEHTY, BCIEACTBME Yero NoMHOCTLIO 60KMpYeTCs pacliennexne komnoHeHta C5 Ha C5a n C5b 1 o6pa-
30BaHVe TePMUHANLHOro KoMnnekca komnnemeHta C5b-9. Takum 06pasoM, 3Kynusymad BOCCTAHABMMBAET PErynauMio akTVBHOCTM KOMMNEMEeHTa B KPOBW W NPeaoTBpallaeT BHYTPYUCOCYAUCTbIN
reMONN3 y NaLMEHTOB C NapOKCM3MaNbHOM HOYHOV remornobuHypueit (MHM), a Takxe NpefoTBpaLlaeT N3GbITOYHYIO aKTUBHOCTL TEPMUHANBHOrO KOMMIEKCa Y NaLMEeHTOB C aTUMMYHbLIM FeMOUTHKO-
ypemuyeckum cuiapomom (al'yYC), rae npuynHoit 3a60neBaHns SBNSETCH reHeTu4eckn 06yCnoBeHHasa Ancperynaumns cuctemsl komnnementa. C Apyroi CTOpOHbI, AeULMT TEPMUHANBHOO KOMMNNEKca
KOMMNIeMeHTa conpoBoOXaaeTca MNOBbLILLEHHOW 4acTOTOW passuntna MHQ)eKLLMVI WHKaNCyIMPOBaHHbIMU MMKPOOPraHn3Mamu, rnaBHbIM OGDGBOM, MEHUHFOKOKKOBOM l/IHCbEKLll/IM. |_|DVI 3TOM 9Kynw3ymaé
NOAAEPXMBAET CofepXaH1e PaHHNX NPOAYKTOB aKTMBALMN KOMMIEMEHTa, HEOGX0AUMbIX ANS ONCOHN3aLMM MAKPOOPraHU3MOB 1 BbIBEAEHUS MMYHHBIX KOMMIEKCOB. JleueHre npenapatom usapns”
COMPOBOX/AAETCS GbICTPLIM U CTAGU/IbHBIM CHUXEHWEM akKTUBHOCTU TEPMUHANIBLHOTO KOMMekca koMmnneMeHnTa. MokasaHus K npuMeHeHuio. Mpenapat dusaprs’ nokasaH Ans Ne4YeHUs nauneHTos
C: NapOKCU3ManbHOW HOYHOM remornobuHypueit (MHM). SdhekTMBHOCTL aKynM3ymaba NoATBEPX/AEeHa Yy NaLMEHTOB C reMONN30M U COMYTCTBYIOLLUMMMU KAUHUYECKUMM CUMNTOMaMK, CBUAETENbCTBYIO-
UMMM O BbICOKOI aKTUBHOCTU EaﬁoﬂeBaHlAﬁ, BHE 3aBUCHMMOCTN OT ﬂOTpeﬁHOCTVI B FeMOTpaHCqDy3VIﬂX B aHaMHe3e; aTunUyHbIM reMoNnTUKO-ypemMmy4eCknM CMHAPOMOM (aI'YC) I'Ipomaonoxasauua ansa
npuMeHeHus. [oBbILIEHHAR YYBCTBUTENIHOCTL K 3KyNM3ymaly, 6enkam XOMAYKOB WKW [APYrVIM KOMMOHeHTaMm npenapata. [lepuoa rpyAHOro BCKapMavBaHua. AKTMBHaa WHbekums Neisseria
meningitidis. OTcyTcTBMe BakuMHauun npoTtue Neisseria meningitidis (€cnv HeT cooTBeTCTBYIOLLIEN NPOMUNAKTUHECKON aHTUBMOTUKOTEPANUK B TeHeHne 2 Heflenb nocne BakuuHauum). Cnoco6 npume-
HeHUA 1 [03bl. BHYTPUBEHHO KanenbHo B TeyeHne 25—45 MUHYT Ana B3pOC/bIX U B TedeHne 1-4 4yacoB 419 NauMeHToB AeTCKOro Bo3pacTa. [apokcramansHas HouHas reMornoOuHypurs: Kypc nedenmns
[NS B3POC/bIX NAUMEHTOB (2 18 neT) BKoUaeT 4-HeAe NbHbIl HauanbHbIV LMK ¢ NOCneAyloWwmuM LUMKIOM noAaepkuBatoLLei Tepanuu. HavanbHbiv uvkn: 600 Mr npenapata dnv3apus’ 1 pas B Hegeno
B TeueHue 4 Hegenb. MoaaepxusatoLas Tepanus: 900 Mr npenapata dnu3apus’ Ha 5-i Heaene, ¢ nocneaylowmnM BBegeHnem 900 Mr npenapata Snusapus” kaxable 14 + 2 gHeid. ATUNNYHIA reMonu-
TUKO-yPEMUYECKUIA CUHAPOM: KYPC NEeYeHUs ANA B3POC/bIX NAUMEHTOB (> 18 neT) BkMtovaeT 4-HefeNbHbll HavyanbHbIA LKA C NOCNEAYoWMM LMKIOM noaaepXxusatoLe Tepanum. HaqanbHblid Lmka:
900 mr npenapaTta dnu3apus’ 1 pas B Hedento B TeueHue 4 Hefenb. MNoaaepxusatoas Tepanus: 1200 mMr npenapata dnusapua’ Ha 5-7 Heaene, ¢ nocneaytowym seeaeHuem 1200 mr npenapata
Snuzapusa’ kaxasle 14 + 2 areit. NMpumeHexune B neauatpum. [1na naunertos ¢ MHC 1 alYC monoxe 18 net fosa npenapara dnv3apus’ onpeaensercs B 3aBUCUMOCTM OT Beca pebeHka. Mo6ouHble
AevicteuA. HanbGonee YacTbiM HEXeNnaTeNbHbIM AB/IEHNEM NPY TeYEHUN 3KYN13yMaOboM ABNSNaCk FO0BHAA 60/b (OTMeYaNach, FNaBHbIM 00Pa30M, B HaYa/lbHOM LK/e Tepanuu). HanGonee taxensim
HexenaterbHbIM ABMEeHVEM ABNANCH MEHMHIOKOKKOBLIVI cencuc. OpraHusauus, MPUHUMAlOWAs MPeTeH3UM MO KayecTBY U COOGLIEeHUS O HeXenaTeslbHbIX peakuusx OT noTpe6uteneit:
AO «EHEPUYM», 601125, Bnagnmupckas o6:., MNeTyLnHCKKI paiioH, noc. BonsrvHckuid, yn. 3aBoackas, ctp. 273, /¢ +7 (49243) 72-5-20, 72-5-14, pv@generium.ru.

[nsa nonyyeHns 6onee NoapoGHON MH(DOPMALIMK O3HAKOMBTECH C MOJHOV MHCTPYKLMER NO MEAULIMHCKOMY NPUMEHEHMIO NeKaPCTBEHHOrO
npenapata dnv3apus’ Nepes ero HasHaueHnem.

Martepvian npegHasHa4eH Ans cneumanuctoB 34paBOOXPaHEHNS.

‘OTueT 0 KNuHWYeckom nceneposanum il hasel, N© ECU-PNH-III, 2018. — 285 c.
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Ten./tbakc: +7 (495) 988-47-94, www.generium.ru Pharmaceutical
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*  BoubImoii BBIGOP MEAUITMHCKON JIUTEPATY PbI

e Hwuskwue 1eHbl

* YnobGHas popma perucTpaim

* PasHble BApHAHTHI I0OCTaBKHU

* OmneparuBHas 0OpaTHas CBSI3b

* AxTtyanpnbie HoBocTH oT Coro3a nepnatpos Poccun

B KDPIHHY

WHOOPMAMDIR

JJleKTPpOHHAa s OUOJINOTEKA Ky PHAJIOB H3aTeIbCTBA
Coro3a negquarpoB Poccun «Ileanatp’b»

HerJIamaeM BaC IIOCETUTH HOBbIE CaﬁTbI )KypHaJIOB N3aaTeJIbCTBA 1 OILIEHUTH UX HpeI/IMyH_[eCTBa.

*  DJIEKTPOHHbIE BEPCUM JKYPHAJIOB B OTKPBITOM JIOCTYIIE, 32 MCKJIOYEHHEM IIOCJIEIHEr0 rojla BBIIIYCKA JKypHaJa
«BectHuk poccniickoii akazeMu MeIMITMHCKUX HAYK»

*  B03MOXHOCTb pa3MeCTUTh CTATHIO HA CAMITe C TOMOIIHIO 3JIEKTPOHHOU PeaKI[Uu

* [loamucka Ha cTAaTHIO, HOMED, HA TOJL JKYPHAJIOB TIOCJIE/IHErO TO/IA BHIITYCKA — T10 IleHaM PeaKI[nu

IIpenmynecTBa 1Jisi aBTOPOB >KYPHAJIOB:

* TOJIHOE COOTBETCTBUE CAUTOB JKypHaIoB M3aarebcTBa TpeOOBaHIAM 3apyOeKHBIX pedepaTuBHBIX 6a3 JaHHBIX
(Scopus, Web of Science, PubMed u 1p.);

* IPUCYTCTBHUE )KYPHAJIOB B pasJNUHbIX 6a3ax TanHbixX, Takux kak PUHIL, OCLC, WorldCat, Open Archives, iNeicon,
Research Bible, Akademic Keys, Ciberleninka, VINITT RAN Referativnyi Zhurnal, Ulrich’s Periodicals Directory,
Google Scholar u xp.;

*  pa3MelleHue Mo KeJAHUIO aBTOPaA IOTOJHUTEIbHBIX MAaTEPUAJIOB K CTaThe (BU/IE0, TTPE3EHTAIINH);

* Bce xypHapl BXoaAT B [lepevens BAK

@
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- " R
Becthuk Poccuidickoi akapeMum MeauUMHCKMX Hayk fleauatpuyeckas d]apMaKOﬂél'Hﬂ" %
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XpoHUYecKaqa auapesa y AeTeU: OCHOBHbIe
NMPUYUHBLI U MEXaHU3MbI, NepBUYHaA
AWArHoCTUKa, NnoaAxoAbl K Jie4YeHU1o

KoHTaKTHas nHpopmauus:

Me4kypoB [AmuTpuit BraaummupoBuy, [OKTOP MEAMLIMHCKUX HayK, Nnpodeccop, 3aBeaytownii Kadeapon AeTckux 6onesHen CamrMy
Appec: 443099, Camapa, yn. Yanaesckas, 4. 89, Ten.: +7 (846) 959-45-11, e-mail: dmpechkurov@yandex.ru

Cratbsl noctynuna: 20.11.2019 r., npuHATa K neyatu: 27.12.2019 .

[Mpo6nema XPOHUYECKO# AMapeun sIBASETCS aKTya/lbHOM UMEHHO B JIETCKOM BO3pacTe B CBSI3M C PacrpoCTpaHEHHOCTbIO,
LMPOKMUM CMEKTPOM MPUYHUH, FeTePOreHHOCTbIO NaToOreHEeTUHECKUX MEXaHU3MOB M KIIMHMYECKUX MposBaeHui. B HacTosuee
BpeMsi HEeT OO6LLENPUHATOro asroputMa 06C/1e0BaHUsl NaLUMeHTOB C XPOHMYECKOH Anapeei. To 3a4yacTylo 3aTpyAHseT
MOCTaHOBKY MarHo3a, CBOEBPEMEHHOE Ha3HaYeHWe NIeYEHUS, YTO MPUBOAUT K CHMKEHMIO Ka4yecTBa JW3HU NalUeHTOB.
B 0630pe npuBeaeHbl COBPEMEHHbIE AaHHbie 06 3TUOIOrMU, NaToreHe3e, KIMHUYECKUX MPOSIBAEHUSX U AMarHOCTUHECKMX
rnosixoAax rnpu XPOHUYECKO# Anapee y AeTei. PaccMaTprBaloTCs BOMPOCh! CTPYKTYPbI M MPUHLIMMbLI 1e4eHMs] 3a601eBaHu1H,
MPOABSIOLMXCS Yy AETEH C XPOHUYECKOM Anapee.

KnioueBble cnoBa: XxpoHMYeCKasi Anapes, AeTH, MaibabcopOLMs, pacrnpoCTPaHEHHOCTb, MaToreHes, AUarHoCTHKa.

(Ansa ynTupoBaHus: Neukypos [.B., TaxkeBa A. A. XpoHUYecKas avapes y AeTen: OCHOBHbIE MPUYUHbBI U MEXaHM3MbI, NEPBUYHAs

[OMarHoCTUKa, Noaxobl K 1eveHuto. Borpockl coBpemeHHou neauatpumn. 2019; 18 (6): 416-423. doi: 10.15690/vsp.v18i6.2061)

BBEAEHMUE

XpoHWYecKas avapesn B HacTosilee BpemMs npuMBieKaeT
HanboNbLIMN UHTEPEC UCCedoBaTENEN U BpaYven, TaK Kak
npeacraBnsier cobon XapaKTePHbIM CUMMTOM 6osiee Yem
COTHUW 3a60/1eBaHWI, reTeporeHHa no naToreHesy u KNnMHK-
YECKMM NPosiBNEHUAM. Hannyme XpoHUYeCKon anapeu, Kak
npaBuo, CBWUAETENbCTBYET 06 OTArolWeHHOM comaTtuye-
CKOM OHe 1 TpebyeT CTyneH4aToro noaxoaa K AMarHocTuKe
Ha pasfiMyHbIX 3Tanax OKasaHus MeaULMHCKOM noMolLum [1].

lMoKa3aHo, YTO XpPOHUYeCcKas Anapes B IETCKOM BO3pac-
Te NpPUBOANUT K GOPMUPOBAHUIO OrPaHUYUTENLHOrO NoBe-
[IEHMA U XapaKTepmn3yeTcsa KaK «CcoLmanbHbli AUCKOMMOPT»,
YTO MNPUBOAMT K PE3KOMY CHUMKEHMUIO KAYeCTBa KMU3HU NaLu-
eHToB. Takue AeTn TpyaHee aaanTupyloTCs K HOBbIM YCIO-
BWSIM, Y HUX BO3HMKAIOT 3aTPyAHEHUS B OBLLEHWU, HEPEIKO
OHW UMEIOT HapylueHus cHa [2]. Kpome Toro, XxpoHuyeckas
nvapes accoummpyeTcs ¢ CUHAPOMOM HapyLIEHHOMO KULLeY-
HOr0 BCACbIBAHWUA OCHOBHbIX HYTPUEHTOB, B CBA3U C YEM

Dmitriy V. Pechkuroy, Alena A. Tyazheva

Samara State Medical University, Samara, Russian Federation

y [eTei MOryT pasBuBatbea runotpodus, Tpoduyeckue
M3MEHEHUS KOXM U NPUAATKOB, NOJUIUNOBUTAMUHO3, OCTEO-
Nnopo3, CHUXEHWEe PEe3UCTEHTHOCTHU, NONWUrNaHaynsapHas
HeflocTaTo4YHOCTb [3].

CornacHo onpegeneHvMto BcemupHOM opraHmM3auunu
3[lpaBoOXpaHeHus, AMapes — 3T0 MUOKUA UM BOASHUCTbIN
cTyn = 3 pas/CcyT uau 4alle 06bl4HOro 11 KOHKPETHOro
yenoBekKa [4]. HekoTopble cneunanucTbl NpeanaratoT onpe-
LenaTb Anapeto He TObKO MO YacTOTe U KOHCUCTEHLMK CTy-
na, HO 1 No ero o6bemy unum Becy [5, 6]. KoHcncTeHums cTy-
na o6yc/ioBfieHa ero BraroyaepxuBalolwen crnocobHOCTbIO,
T.€. KOJIM4EeCTBOM HeCBA3aHHOW «CBOOGOAHOM» BOAbI, YTO,
BO3MOXHO, Hauly4lwuMm o6pas3om onpeaenser Auapeto.
CuunTaetcs, 4TO HoOpMaJsibHbLIN BeC CTyna He JO/IKEH MpeBbl-
waTb 10 r/Kr maccbl Tena y aeten paHHero sospacta [7, 8]
1 200 r/cyT y B3pochnbix [7]. OLHAKO B KIMHUYECKON Npak-
TUKE TaKas OLEeHKa MOXET OKa3aTbCH TPYAHOBbIMOIHUMOW,
No3aToOMy A1 OMUCaHUSA HapylleHW CTyna peKoMeHayeTcs

Chronic Diarrhea in Children: Causes, Mechanisms, Primary

Diagnostics and Management

The chronic diarrhea is pretty relevant problem in children due to its incidence, wide range of causes, heterogeneity of pathogenetic
mechanisms and clinical manifestations. Meantime there is no common algorithm for screening of such patients with chronic diarrhea.
This usually aggravates the diagnosis, timely treatment, and finally decreases patient quality of life. This review provides updated data
on etiology, pathogenesis, clinical manifestations and diagnostic approaches of chronic diarrhea in children. Issues of structure and
management of different diseases manifested in children with chronic diarrhea are considered.

Key words: chronic diarrhea, children, malabsorption, incidence, pathogenesis, diagnostics.

(For citation: Pechkurov Dmitriy V., Tyazheva Alena A. Chronic Diarrhea in Children: Causes, Mechanisms, Primary Diagnostics and
Management. Voprosy sovremennoi pediatrii — Current Pediatrics. 2019; 18 (6): 416—423. doi: 10.15690/vsp.v18i6.2061)



MCNonb30BaTb BPUCTONLCKYIO WKany, NpyM KOTOPOW XUOKWUK
CTy/1 COOTBETCTBYET 5-My TUNY U Bbiwe [9]. Kpome Toro, Bax-
HO o6palllaTb BHMMaHME Ha xapaKTep cTyna (BOASHMUCTLIN,
NEHUCTbIN, XUPHbIN) U MPUCYTCTBUE NATOSIOMMYECKUX NMpUMe-
cen (cnu3b, KPOBb, HEMEPEBAPEHHbIE OCTATKMU MULLN).

XPOHUYECKAS AMAPES: CHCTEMHbIA noaxop

K TEPANUU

Knaccudukauus

Mo TedyeHWO BbLIAENAIOT OCTPYIO, MNEPCUCTUPYIOLLYIO
U XpOHW4YecKylo aunapeto [4]. Kak npaBuno, BPEMEHHbIE
pamMKM OCTPOW [AMapen orpaHuyuBaloTcs ABYMS Hepens-
MK [4], nepcuUcTUpytollen avapen, KoTopas paccmaTpuBa-
€TCA KaK NnpomexyToyHas dopma Mexay OCTPOM WU Xpo-
Huyeckon,— oT 14-28 po 30 cyr [10]. BOnbWKWHCTBO
€BPOMNENCKUX racTPOIHTEPONONMYECKNX COOBLLECTB onpese-
NIFI0T XPOHUYECKYIO AMapeto KaK ansuytoca 6onee 4 Hep [5];
CeBepoamMepuKaHCcKoe 06WecTBO MHDEKLMOHHbIX 60N1e3Hen
CYMUTAET, YTO XPOHWYECKOMY TEYEHWUI0 COOTBETCTBYET MpPO-
nonxutenbHocTb agnapeun ot 30 cyt [11, 12]. OTeyecTBEHHbIE
crneumanucTbl NpeanaratoT paccMaTpmBaTh AMapeto Kak Xpo-
HUYECKYIO Npu anuTenbHocTh ot 3 Hea [13, 14].

Anuaemuonorus

Kak B mMupe, Tak n B Poccuun 4valle perucrpupyercs
ocTpas gMapes, xapaxkTepHas Ans OCTPbIX KMLWEYHbIX MHOEK-
LMW: B LEIOM exerogHo peructpupyetcs o 180 MAH cnyya-
eB 3Toro 3a6onesaHus [4], 3 HUXx okono 700 TbiC. — Ha Tep-
putopumn Poccuu [1, 8], npn atom 60% cny4aeB npuxoanTcs
Ha ponto aeten [4, 15]. HeKoTopble aBTOpPbI YKa3blBatoT, 4TO
B 0o6LleM noKasaTtene 3a6ofeBaeMOCTU B3POC/bIX B €BPO-
NEeMCKOM nonynsauumM XpoHMYecKas Aauapes cocTaBnser
7-14% [7], B mupe — 3—-20% [5, 16]. CornacHO AaHHbIM
BcemupHoM opraHm3auunu sgpaBooxpaHerus, B 2002 r. gna-
peen 6binm obycnosneHbl 13,2% cny4yaeB CMeEpPTU B IETCKOM
BO3pacTe, NOSI0BMHA U3 KOTOPbIX HAacTynuna B peayabraTe ee
XPOHMYECKOro TeyeHus [17].

Ho3sonornyeckas CTpyKTypa 3abosieBaHWi, NpoTeKatoLwmx
C XPOHWYECKOM Anapeen, pasnnyaeTcs No AaHHbIM Pa3HbIX
aBTopoB. MMetoTcs coobueHuns [13] o npeobnagaHuun y aeten
B Bo3pacTe oT 1 roga Ao 6 net cnyyaeB nambénuosa (40%)
W annepruyeckon aHteponatuu (35%), pexe NpUYMHOM Xpo-
HUWYECKOW Ouapen saBnseTcs Manbabcopbuma yrnesoaoB —
dpyKTO3bl (21%), NakTo3bl (5%), caxapo3bl U ManbTo3bl (1,6%).
B cTpyKType 3aboneBaHui yKadaHbl Takxe uenvakus (14,5%)
W B PaBHOW CTEMNEHU BOCMNanuUTENbHble 3a60/1E€BaHUS KULLEY-
HMKa M 39K3OKPWMHHAs HEeAOCTAaTOYHOCTb MOAKENya04HOM
»enesbl (No 1,6%) [13]. CornacHo ApyrMM CBeAEHUAM, NPU-
YMHaAMK XPOHMYECKON Mapen B AETCKOM BO3pacTe SBASOTCS
nepeHeceHHble OCTPble KulleyHble MHPeKuun (42%), naktas-
Haa HepgocTaTo4dHOCTb (29%), racTpouHTEecTMHanbHas ¢op-
Ma nuuieBon anneprum (16%), uennakms (6%); 3Ha4YUTENbHO
pexe — BocnanuTenbHble 3a60NeBaHNs KULLEYHUKA: A3BEH-
HbIN KOUT (2,6%) 1 60ne3Hb KpoHa (0,6%) [18].

MaTtoreHes

TpaHcdopMaLmmn OCTPOM AMapen B XPOHUYECKYylO mocne
NepeHECEHHbIX OCTPbIX KULLIEYHbIX MHOEKLMMA MOMKET Cro-
co6CcTBOBATh OTArOWEHHbIM NPEeMopOuaHbIA GOH: TMNOTPO-
dua, MMMyHOOAEDUUMTHBbIE COCTOSIHUS, AePULUT MWUKPOHY-
TPUEHTOB M HeageKBaTHas Tepanusa OCTporo npotecca [4].
HapyweHus 6rnoLeHo3a nNpu OCTPbIX KULWEYHbIX MHDEKLNAX
M NapasuTapHbIX MHBa3USAX NPUBOAAT K GOPMUPOBaHMIO BOC-
naneHus CaM3ncTom 060/I04KN KULLEYHUKA C PacCTPONCTBOM
€ero ABuratenbHOM, NULWEBaPUTENBHOM U COPOLIMOHHON PYHK-
unn [15]. Bce 310 cnoco6CTBYET HApYLIEHWUIO BUCLIEPASIbHOM
YyBCTBUTENbHOCTU, Pa3BUTUIO MaNbabCOPOLMKU IKEMYHbIX

KWUCNOT, YCKOPEHHOMY KWLIEYHOMY TPaH3UTY U MOBbIWEHUIO
MPOHULLAEMOCTU KULIEYHON cTeHKku [19]. Mpu anutTenbHom
BOCManeHnn CIM3ncTon 060104KN KULWEYHUKa pa3BnBaeTcs
ee atpodus, 4To ycyrybnseT HapylleHus nuuiesapexms [13].
C CMHAPOMOM XPOHMYECKOM Anapen NpoTeKaeT U LMPOKUIK
KpYr peakux 3a6oneBaHui: B HacTHOCTH, NEPBUYHbIE UMMY-
HOAEeDUUNTHbIE COCTOSIHWUS; BPOXKAEHHas Manbabcopobuus
KENYHbIX KMCOT, MIOKO3bI-ranaKTo3bl; X10puaHas, HaTpue-
Bas Avapes; 3HTePONnaTUYECKUn aKpOoAEpPMaTHUT; aHOManuu
3HTEPOLIMTOB (aTPODUA MUKPOBOPCUH MAWN MHTECTUHANbHAs
anuTennanbHasg aucnnasus) [13].

Mo ypOBHIO MOpaKeHUsl BblAENSIOT TOHKO- U TONCTOKM-
LWeYHy aunapelo. HacTblh UK CKYAHbIM CTyn C G0NEe3HEH-
HbIMW NO3biBaMK K AedeKaunn yKasblBaeT Ha MopaxeHue
pPEKTOCUTMOMAanbHOro OTAena ToCTON KULWKKU. BoasHUCTbIN
cTyn 60/blLIOro o6beMa ¢ ocTaTkaMun HenepeBapeHHOM NULLM
yKa3blBaeT Ha Haluyne naToNormyecKoro npouecca B TOH-
KOWM KULLKE WK, YTO pexe, B MPOKCUMasIbHOM YacTu TOICTOM
Kulwku [20]. Kpome Toro, XpOHUYECKYD AMapeto No xapak-
Tepy CTyna npegnaraercs noapasfendatb Ha BoChanuTeNb-
HYI0, BOASIHUCTYIO M XuKpoByto [21]. Takon noaxod, no Halue-
MY MHEHWIO, YCNIOBEH, TEM HE MeHee ero Mcrnonb3oBaHWe
no3sonseTr cyxaTtb anddepeHumanbHO-AUarHoCTUYECKUNM
NOWCK M1 BbIGOP NatoreHetTuyeckon Tepanuum [13].

Mo Nnatodn3noN0rMYecKMM MexaHMu3Mam pas3BUTUS MOXK-
HO BbIAENUTb YETbIPE OCHOBHbIX TUMNA AMaApPen — OCMOTUYeE-
CKYlO, CEKPETOPHYID, IKCCYAATUBHYIO U AMapeto, CBA3aHHYIO
C HapylweHnem MmoTopuku [8, 11]. lpun XpoHUYEeCKON anapee
MOXET UMETb MECTO COYEeTaHMe pasHblX NaTOreHeTUYECKMX
MeXaHW3MOB, OHAKO BeAyLLMM SBASETCS OAWH M3 Bblllene-
peyncneHHbix [22].

CornacHo pykoBoACTBY AMeEpUKaHCKOM akKagemuu
neguaTpun, OCMOTHMYECKas Anapess XapaKTepuayeTcs HaKo-
NieHMeM B NPOCBETE KMULLIEYHMKA OCMOTMYECKM aKTUBHbIX
BeLWeCTB, Yalle yrneBofoB, BOAbl M HaTpusa. KnnHMYecKM
TaKoW TMMN Onapeun xapaktepuayetcsa nonndeKanmen, BbiCo-
KOM OCMONSIPHOCTBIO CTyna, MOBLIWEHWEM KOHLEHTpaLuuu
KOPOTKOLLEMOYEYHbIX MMUPHbIX KUCAOT, HE3HAYUTENIbHbIMU
noTepsiIMMU  3NIEKTPOSIUTOB, HWU3KMMKM 3HadYeHusamMu pH Kana
[23]. KnaccuyeckuMm npuMepoM MexaHu3mMa pa3BUTUSA
OCMOTUYECKON Auapeun ABASETCSA HapylleHWe pacluenieHuns
W BCacCblBaHWA YrNeBOLOB — N1aKTO3bl, GPYKTO3bI, MHOKO-
3bl-ranakto3bl [7]. Takon e MexaHu3m auapen npucyly
3K30KPUHHOW HEOOCTAaTOYHOCTM MOAXKENYAOYHOW Kenesbl,
3a60n1eBaHMAM NeYeHn, UMMyHogedULMTaM U HEKOTOPbIM
apyrum coctosHuam [13]. OcmoTuyecKas guapes Kynupy-
eTcs, Korga nepecratoT MocTynaTb OCMOTMYECKM aKTUBHbIE
BelwecTBa (Hanpumep, Npu Nakta3HOM HeAoCTaTOYHOCTH
Ha 6e3naKkTo3Hom aueTte) [8].

CeKpeTopHbIN MexaHU3M [uapeun pas3BuMBaeTcs npu
M30bITOYHOW CEKPELMMU XKMUOKOCTU B MPOCBETE KULIEYHU-
Ka W Cconen HaTpua W Kanus, Npu 3TOM CHUXKaeTcs WX
obpaTHOoe BcacbiBaHMe. [1o MHeHUIo A. MNapdeHoBa 1 CcoaBT.
[24], aTo 06yCNOBNEHO aKTUBHOCTbID CUCTEMbI ageHunat-
LMKNa3bl No4 AencTBMEM BaKTepuanbHbIX U TOPMOHabHbIX
CEKPETOPHbIX areHTOB (3K30TOKCUHbI, MpocTarfaHAnHbI,
CEPOTOHWH, KanbLUWUTOHMH). ITOT TMN AMapeun npossasercs
06WNbHbIM BOAAHUCTBIM CTY/IOM CO 3HAYUTENbHbIMU 3NEK-
TPONIUTHBIMKU NOTEPAMU (HATPUS, Kanus, xaopa), 6bICTPbIM
pa3BUTUEM IKCMKO3a M MeTabonmMyeckoro auuaosa [14].
Yawe cekpeTopHasa auapess pasBuMBaeTcs Npu OCTPbIX
KULWEYHbIX MHDEKUMAX BUPYCHON aTMonoruu [15]. B Kave-
CTBE NpUMEpPa MOXHO MPUBECTU BPOKAEHHYIO XNOPUAHYIO
WNX HaTPUEBYID Auapeto, auapero npu Manbabcopbumu
XeN4YHbIX KMCNOT [B]. XnopuaHas avapes XxapakTepusyeTtcs
NOBbIWEHUEM KOHLEHTPaLMW B Kane MOHOB x/iopa, HaTpu-
eBasl AMapes — MNoBbILEHWEM COAEPKAHUSA MOHOB HaTPUS.
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0630p NUTepaTyphbl

Taxenaa gnapes ¢ npeob6nagaHMeM CEKPETOPHOro KOMmMo-
HeHTa, NoTepen 60/bLIOro KonnmyectTsa nna3mMeHHoro 6enka
XapaKTepHa AN BPOMAEHHbIX aHOMalWM 3HTEPOLMTOB.
BaKHbIM OTIMYMEM CEKPETOPHOM AMapeun aBnseTcs OTCyT-
cTBue adpdeKTa oT ronogaHms [5].

OKccypatTuBHas Auapesi pa3BMBaeTCs MNpu BoOcCMaiu-
TeNbHbIX 3a60/IEBaHUAX KULIEYHWKa W COMPOBOXKAAETCSH
NoBpEXAEHUEM 3NUTENUS BMNIOTb A0 GOPMUPOBAHUS £3B
M Kpunt-abecueccoB [5, 7]. Mpn TakoM NOBPEXOEHUU BTO-
PUYHO MPUCOEAMHSAIOTCA M ApYrMe MexaHu3Mbl avapen —
OCMOJISIPHbIA TUM M HapylweHWe MOTOPUKKM KulevyHnKa [23].
B pesynbtate BOCNaneHus CAM3nucToM 000SI0YKU KULLEYHMU-
Ka HapylwaeTcs BcacblBaHWe MnUTaTeNbHbIX BELWEeCTB, YTO
B CBOIO 04epeab CO34aeT OCMOTUYECKUI FPaanEHT AaBneHuUs
B NpocBeTe KULWKK [7, 23]. C Apyron CTOPOHbI, XPOHUYECKOE
BOCMNaseHne NPUMBOAMUT K HapyLlEHUO MOTOPHOM QYHKLMMK
KULLIEYHMKa BCNEACTBME BOBNEYEHNS SHTEPAbHON HEPBHOWM
cUcTeMbl B MaTtonorn4yecknin npouecc [24]. IkcyaaTUBHbIN
MEXaHU3M Auapen TUNUYEH ANs Takux 3aboneBaHun, Kak
Lenvakus, 6onesHb KpoHa 1 93BeHHbIM KonuT [13].

XpoHunyecKass Auapesi, o06yca0BAEeHHas HapylleHUem
MOTOPMKHU KULIEYHMKA, XapaKTepHa Ans cuHapoma m30bl-
TOYHOro 6aKTepuanbHOro pocTa M CMHAPOMA pa3faparkeH-
HOro KuwevyHunKa [21]. B atom cnyvyae yckopeHue TpaH3uTa
KULIEYHOro COAEePKMMOro pa3BmMBaeTcs M3-3a 36LITOYHOM
ropMoOHasnbHOM (CEPOTOHWH, NpOCTarfaHAWHbI, CEKPETUH,
NaHKPEO3WUMWUH, racTpuUH, MOTUIUH) U HEMPOrEHHOW CTU-
MYNSLMK, NPUBOASALLEN K YBENUYEHUIO BHYTPUKMLIEYHO-
ro gasneHus [2]. B KAMHWMYECKOM KapTUHE TaKoro Tuna
Onapen nNpucytTcTByeT HEOOWbHbIN XUOKUKN UNKU Kalule-
06pasHbIv CTyN, Yallle cpady nocne npuema nuiln, Nnpenmy-
LLEeCTBEHHO B YyTPEHHME Yachbl, NPY 3TOM MOXKET OTMeYaTbCsl
npumecb cnuau [7]. Kpome 3aTtoro, Avapes, cBsi3aHHas
C HapylweHWem MOTOPUKM, COMPOBOMKAAETCS CXBATKOOO-
pa3Houn 60/bl0 B XKUBOTE Nepea aktom gedekaumun, ocna-
6eBatolen nocne Hero.

3apybexHble yYeHble BblAensoT Takylo GopMy XpoHuYe-
CKOW AMapen, KaK Hecneumduyeckas avapes noapoCTKOB
(chronic nonspecific diarrhea), umetolLylo B CBOEN OCHOBE
ropMoOHanbHble U3MEHEHWUS WM MOrPELHOCTU B MUTAHUMU,
XapaKTepHble A1 3TOro Bo3pacTa, a MMEHHO ynoTpebneHue
4ype3mMepHO 60MbLIOr0 KOIMYECTBA COKOB WM MOACNALLEH-
HbIX HaMWTKOB (TMMOHabl, CNOPTUBHbLIE HAMWUTKK) [25, 26].
Kpome TOro, aToT TMN XPOHWYECKOW AMApPEU MOMKET pas-
BMBATbLCA MPU NPUMEHEHUMN pAda NEKapCTBEHHbIX CPEeaCcTB
(6onee 600 HanmeHOBaHMM), B 4YACTHOCTU CnabUTENbHbIX,
aHTaUMAOB, COAEPXKALWMX COMM MarHusl, aHTUOMOTUKOB,
LMTOCTaTMKOB, NpenapartoB enesa [22].

AunarHocTuka

Mpr nepBnYHOM O6pallleHn NauneHTa ¢ guapeen BaxHo
onpegennTb, AIBASETC M NOCNEeAHASA YacTblo OpraHM4yecKom
NN GYHKLMOHaNbHOW NaTosiorMK, oByC/oBEHA OHA HEWH-
GEKLMOHHBIMU MU UHPEKLIMOHHBIMWU MPUYMHAMU, @ TaKKe
NPEANONOXKNUTb BOZMOXHYIO €€ 3TUOOMUIO.

B cBSI3M CO CNOKHOCTbIO MU MHOFOrPaHHOCTbIO CUHAPO-
Ma XPOHMYECKOW [Anapen aKTyalbHa pa3paboTKa anro-
putMOB auddepeHunanbHOM AMArHOCTUKU. JKcnepTbl
AMEPUKAHCKOM racTpO3HTEPONOrMYECKON accounaLmnm
PEKOMEHAYIOT HauYMHaTb AMArHOCTUYECKWUI MOWMCK MpU Xpo-
HUYECKON Auapee y B3POCNbIX NaUMEHTOB C AeTanu3auuu
}anob, aHaMHEeCTUYECKMX AaHHbIX, GU3NKaNbHOro ocMoTpa
C OLEHKOM aHTPOMOMETPUYECKMX MapaMeTpoB M BblMoSHe-
HWS NEPBUYHOMO MUHUMANbHOIO AMArHOCTUYECKOro obcerne-
noBaHus [26]. Pag aBTopoB Npu3HaeT nNogo6HbIn anroput™m
LenecoobpasHbiM M MPU MOUCKE MPUYUHBbI XPOHMYECKOM
onapen y geten [3, 13, 27].

AnarHocTn4ecKmni NoUCK NPUYUHbI XPOHNYECKOH

Auapen y AeTei nepBoro roga XU3Hu

BaxkHbIM anddepeHumnanbHO-AMarHoCTUYECKMM MPU3Ha-
KOM aunapen aBAseTcs Bo3pacT ee MaHudecTauuun. uapes,
nosiBASOWAsACS C NEPBbIX AHEN KNU3HU pebeHKa, yKa3biBaeT
Ha ee BPOX/AEHHbIN reHes. [1p1 0TCPOYEHHOM Pa3BUTUMN XPO-
HUYecKas anapess MMeEeT 4YacTo NPUOBPETEHHbIN XapaKTep,
O[HaKO CyLeCcTBYIOT 3ab0/eBaHUA C OTCPOYEHHOM peanu-
3alMen reHeTUYEeCKUX MEeXaHM3MOB Pa3BUTUS AMAPENHOro
CUHApOMa.

Mopo3peBas BpoXKaeHHble 3ab60/1eBaHMs, NPOABAAOWM-
ecq XPOHWYECKOW Juapeen, Heo6XOAMMO ONpefenuTb TuM
avapen — OCMOTUYECKUIM MU CEKPETOpHbIM. OanH 13 npo-
CTbIX IMArHOCTUYECKNX TECTOB — MpEeKpalleHne KOpMIeHus
pebeHKa Ha KOPOTKMI CPOK: KyMMPOBaAHWE MU YMEHbLUEHWE
CTENeHU BblPaXEHHOCTU CUMMTOMOB YKa3blBaeT Ha OCMOTH-
4yecKmn TMn guapewn [8]. PaHHW 4e610T OCMOTUYECKOW Anapen
HabngaeTcs Npu BPOXAEHHOW NaKTa3HOW HeAoCTaTO4YHO-
CTW y JeTen Ha rpyaHOM BCKapM/IMBaHWW WU caxapas3Ho-
M3oManbTa3HOM HeaoCTaTOYHOCTU, ecnn pebeHoK nonydaet
COOTBETCTBYIOLLME 3aMEHUTENN TPYAHOr0 MOJIoKa [27, 28].
Ecnun nonoxutenbHoro addeKra oT «ronofjaHus» He oTMeYa-
eTcsl, TO HEOOXOANUMO MCKIOYaTb BPOXAEHHYIO XJOPUAHYIO
UNW HaTpMEBYIO Anapelo. B aTom cnydae YacTto onpeaensiercs
OTArOLWEHHbIV MepuHaTabHbii aHaMHe3: BHYTPUYTPOOHO
onpeaenaeTca NOAMIMAPAMHUOH, OTMEYAlOTCH PacTAHyTble
neTnu KMWeYHWKa nnoga, npy aToM poAbl 3a4acTyio MPOUCXO-
[AT paHblle CPOKa, y HOBOPOXAEHHOIO pebeHKa oTMeYaeTcs
No3JHee OTXOX[IEHWE MEKOHUHA, Mpu OocmoTpe obpaliaer
Ha cebf BHUMaHWe yBeSMYeHHbI B 06beMe XMBOT [29].
XpoHunyeckas aunapes, NposBagoWasncs B nepesble MecsLbl
YWU3HU, MOXKET YKa3blBaTb Ha Ha/lMYNE PEAKUX FTEHETUYECKMX
60M€e3HEN C HaNMMYMeM CTPYKTYPHbIX AeDEKTOB CIN3UCTON
060N04YKM Ha YPOBHE 3IHTEPOLMTOB, MUKpoBOpcuH (IPEX-
CUHAPOM, BpPOXAEHHasi aTtpodua BOPCWH, anuTenvasnbHas
avcnnasug) [13, 25]. BmecTte ¢ TeM HEKOTOPbIE FTEHETUYECKH
06YyCNOB/IEHHbIE BapWaHTbl XPOHWYECKOW AMapeun, B YacT-
HOCTW 3HTEpOMaTUYEeCKUM akpoaepmaTuUT, MaHUdECTUPYIOT
BO BTOPOM MONYrOAMM KU3HU, @ MaibabCcopObLmUsa HEKOTOPbIX
YrNeBOAOB, TaKUX KakK (PYKTO3a U caxapo3a, MOXET MNpo-
ABUTbCS 1 B 60see no3aHem Bo3pacTe [11, 27, 30].

Mpun cbope xanob HeobxoanMO YTOYHUTbL CBA3b AMapeun
C NpMeMoM onpefeneHHbIX MPOAYKTOB NUTaHus. Tak, nakrtas-
Has HeJOCTaTOYHOCTb XapaKTepPU3YeTCS BblpaXKEHHbIM yXya-
LeHnem cocTosiHuA B TedyeHne 30 MUH Npu ynotpebneHunn
MOMOYHbIX MPOAYKTOB, AN caxapa3HOW HeaoCTaTO4HOCTM
XapaKTepHO pa3BWUTME CUMMNTOMATUKU Npu ynoTpebreHun
NPOAYKTOB, COAEPXAaLLUX ranaktosdy u caxapoly. BeeaeHue
B MWTaHWe T[NOTEHCOAEPKALLMX MPOAYKTOB Yy NaLMeH-
TOB C LieMakuen crnocobCTBYeT pPa3BUTUIO AMapeun yepes
1-1,5 mec [1].

[Mpn NOAO3pPEeHUN Ha LeNnakuio HeobXxoaAMMO [AOMOHU-
TeNnbHOe obcnefoBaHWe Ha JorocnuTansHom aTane. Cospe-
MEHHbIM MapKEPOM [AMArHOCTUKU LieNInaKkmm aBaseTcs onpe-
[leNleHne aHTUTeN K TKaHeBOW TpaHcroTamuHage (anti-tTG),
aHgomusunio (EMA) v geamegupoBaHHbIM NenTuagam M-
aavHa. TeCT Ha aHTUTena K TKaHEeBOW TpaHcriiTamuae
Knacca IgG xapaKTepm3yeTcs BbICOKOW YyBCTBUTEbHOCTbIO
(98%), HO 6onee HU3KOM CrNEUMPUYHOCTbIO, HYTO CBA3AHO
C BO3MO}HOCTbIO MOBbIWEHNA aHTUTEN K TKAaHEBOW TpaHC-
rnyTammMHase y naumMeHToB C ayTOMMMYHHbIMW U OHKOJOMU-
4YeCKMMU 3a60/1IeBaHMAMM, NATOSIOTMEN NEYEHN U CEPAEYHO-
COCYAWUCTOM CUCTEMDbI, @ TaKKe Y AeTeN C NepcUCTUpyoLwen
repnetMyeckon UHOEKLUMEN, pacnpoCcTpaHeHHbIM atonuye-
CKMM gepmatutom [31].

AHanmM3 Ha aHTWTena K AeaMuavpoBaHHbIM NenTtuaam
rMnaguMHa conoctaBum ¢ anti-tTG n EMA no 4yBcTBUTEND-



HOCTW M cneumMdUYHOCTH, NPU 3TOM y AeTen A0 ABYXIETHErO
BO3pacTa onpegeneHne aHtuten K anti-tTG Heobxogumo
NPOBOAUTb B COYETAHWMM C TECTOM Ha aHTWUTENa K AeaMuau-
pOBaHHOMY NenTuay rmuvaaunHa. Nocneayowmi guarHoctTmye-
CKMM MOUCK AO/KEH NPOBOAUTLCS MPU NomMolLM 33odarora-
CTPOAYOAEHOCKOMUK, C MOPGDONOTMYECKUM UCCNel0BaHUEM
6uonTaTtoB, reHeTU4YecKoro ob6cneaoBaHus.

[Ons onpeaeneHns ganbHeEWWLEN TaKTUKKM 06Cef0BaHuUs
pebeHKa C XpPOHMYECKOM AMapeer Ha MepBOM oAy KU3HM
Heob6XxoiMMa KOHCYbTaLus XMpypra-npoKronora, MMMyHOS0-
ra v apyrux cneuuanucton (puc. 1)

AmarHocTu4ecKuim NOUCK NPUYUHbI XPOHUYECKOM

Anapen y geten crapwe 1 roga >XU3Hu

Mpn ocmoTpe pebeHKa C XPOHUMYECKON AMapeen BarKHO
o6paliaTb BHUMaHME Ha aHTPOMOMETPUYECKME napame-
Tpbl, HANM4Me BbICbINaHWI, NOKaAN3aLMIo U xapakTep 60nu
B XMBOTe. [lMapes CO CHWXXEHMEeM MaccChbl Tefla M pocTa
B COYETaHMM C MOPAXKEHUSMU KOXKM (BbICbiM@HMs MO Tuny
3K3€eMbl, MCopuasza, a TaKKe TPeLMHbl KOXHK, 3p03MK) U ano-
neunen xapakTepHa 415 3HTeponaTM4yecKoro gepmartuta
[32]. BbicbinaHus, xapaKkrepndyemble NOMMOPPHOM CbiMbio
C OTYETNIMBLIM MNpeobnajaHNeM BE3WKYNE3HbIX U Oynnes-
HblIX 3/1IEMEHTOB, B COYETaHUM C XPOHUYECKOW OMapeew
MOTYT yKa3blBaTb Ha coyeTaHue repnetudopmMHOro agepma-

TuTa [lopuHra ¢ uenvakumen. NpuBoasaTca gaHHbIe O TOM, YTO
CUMMTOMBbI TNIOTEHOBOW 3HTeponatum umetotess y 60-80%
60/1bHbIX AepmatuToMm [ropuHra [33].

HemanoBaxHoe 3Ha4yeHWe B MOWUCKE MPUYMHBI XPOHM-
YeCKOW Anapen MUMeEeT M3Yy4eHWe reHeanorMyeckoro aHam-
He3a. OTarouleHHas HacneacTBEHHOCTb MO ayTOMMMYHHOWM
naTonoruu (caxapHbl aMabeT, peBMaToMaHbIM apTpuUT 1 4p.)
yKa3blBaeT Ha BO3MOXHOE pa3BWTME BOCNanuTeNbHbIX 3a60-
NleBaHMM KULLIEYHUKA KaK MPUYMHBI XPOHMYECKOM AMapewn
[29]. YxyaweHune xapaKTepa cTyna npu cTpeccoBomn cutyaLmu
XapaKTepHO Ans CUMHAPOMA pa3AparKEHHOro KMleYHWKa
C AnapemnHbIM cuHapomom [28].

XapaKtep guMaperHoro cMHapoma W Hanu4me naTtonoru-
YeCKUX MpUumMecen No3BOMUT Cy3UTb AMArHOCTUHECKMIA MOUCK
1 BblbpaTb AanbHENLWY TaKTUKY obcneqoBaHms. TaK, Kua-
KWW, BOASAHUCTbIN, MEHUCTbIN CTY C KUCNbIM 3arnaxom Xapak-
TEpeH Ans manbabcopbumnn yrnesoaon [28, 34]. «KupHbIn»
CTyl OTMEYaeTCs KakK MpW HapyleHWsx MpoLeccoB nepe-
BapuBaHusa, Tak M BcacbiBaHus [34]. CTeaTopes xapak-
TepHa AN 9K30KPUHHOW HEOOCTaTOYHOCTU MOAMKENYAO4YHOM
enesbl Ha GOHEe XPOHMYECKOro MaHKpeaTWTa, Lennakuu
[31, 34]. bonee peakue MpuUYMHbI TaKOW Anapen — MyKo-
BMCLMAO3, N30/IMPOBAHHAA HeJOCTaTOYHOCTb /IMNasbl, CUH-
apom LllBaxmaHa—-[anMoHAa, 3KccyaaTMBHas 3HTepona-
Tns, cuHgpom lMunpcoHa, 6ununapHasa atpesus [20]. Anapes

Puc. 1. Airoput™ nepB1MYHON AUArHOCTUKM NPU XPOHUYECKOW AnMapee y AeTel NepBOoro roga XusHu

Fig. 1. Algorithm of primary diagnostics of chronic diarrhea in infants

NPU3HaKK atonmun

- NaKTtazHas
EcTb adpdeKT
HeaoCTaTo4YHOCTb
Bospact «[onogaHue» unn npobHas
0-6 mec 6e3naKTo3Hasa jueta
Het adpdeKTa
OcmoTHyeckas Het addekTa: KoHcynbraums
nnapes TECTbl Ha LlenaKkuio Bpaya-racTpoaHTeposora
Bospacrt «onogaHue»
OnpegeneHne ocTaTto4HOM 6-12 mec Ha 6-12y
OCMOJISIPHOCTY CTyNa,
Konporpamma [ueTa ¢ uckoyeHnem GpyKTo3bl,
BeneHue nuLLeBoro AHEBHWKA
06cnenoBaHune ¢ 6uoncuen cnuancTom 060M104KK
KULLEYHWKa ANS UCKITIOYEHNUS BPOXKAEHHOW aHOManum
CeKpeTopHas . .
vapes MUKPOBOPCUH, XNOPUAHON U HATPUEBON Anapeu,
a TaKXXe TeCTbl Ha 9K30KPUHHYIO HEJOCTaTOYHOCTb
BocnanutenbHas NOMKENYOUHOM Henesbl
nnapes
KoHcynbtauus
EcTb adpdeKT annepronora
narHoctnka ABKM
McKknioveHne 6enka (a )
/W KOPOBbLEro MOJIOKa
KnuHuyeckue Het adpdekra

Her KoHcynbTaums
XMpypra-npokTonora

KoHcynbraums
racTpoaHTeposora

MpumeyarHmne. ABKM — anneprus Ha 6enoK KOpoBbero Mofioka. McTouHuk: Meukypos [.B., Taxesa A.A., 2020 (anroputm paspaboTtaH

aBToOpamm).

Note. ABKM — cow's milk protein allergy. Source: Pechkurov D.V., Tyazheva A.A., 2020 (algorithm is developed by authors).
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CO CNU3bl0, HANMYMEM KPOBM — MPU3HAK BOCMANMUTENbHbIX
M3MEHEHMI KULLKW, YTO XapaKTepHO A8 BOCManUTENbHbIX
3ab60/1eBaHMI KULIEYHUKA, anneprum K 6enKkam KOopoBbe-
ro MOJIOKa, MOCTUH(EKUMOHHOro 3aHTepokonuTa [10, 19].
O6HapyeHWe B KafoBblXx Maccax 60/blIOr0 KonMyectsa
Npo3payHbIX UK 6e10BaTbiX KOMKOB, IEHT UK MNEHOK CNK-
31 OTparKaeT HapyleHns GYHKLMKM GOKanoBUAHbIX KNETOK
KULLIEYHOro 3MUTENNS MpPU BbIPaXKEHHON AECTPYKTYpM3auuu
MyuuHoB [33]. lpumecb KpoBM B Kane, BMAMMAs HEBO-
OPY}KEHHbIM N1a30M, BO3MOXHA MPU PasHblX KIMHUYECKMUX
cuTyaumsax. Hanpumep, anbii LBET KPOBWU, OTMEYaEMbIN
Ha TyaneTHou 6ymare unvM NoBEPXHOCTU KafloBbIX Macc, yKa-
3blBA€T Ha TO, YTO MCTOYHWMK KPOBOTEYEHWUS NOKaNM30BaH
B NPSMOW KULLKE, @ NPOXWUIKK UAKN CTYCTKM KPOBU, Nepeme-
WaHHble C KanoBbIMM MaccaMu, UK HaMYne TEMHOM KPOBHM
CO CrycTKamu XapaKtepu3yloT 60see NpoKcMManbHoe pac-
NnosioXeHne UCTOYHMKa. [uapess ¢ 60MbLMM KOAMYECTBOM
KpoBM BbIBAET NPU S3BEHHOM KONUTE U MHDEKLIMOHHOM MNPO-
KTokonute [15, 29]. K peakum npuynHam nosiBieHmus obusb-
HOM KPOBMW B CTyNe Yy AeTen OTHOCAT BACKy/UT, Bbl3blBaeMbli
ayTOMMMYHHbIMW 3a6071€BaHUSAMM, B HAaCTHOCTH Y3€/IKOBbIM
nonapTeEPUUTOM, CUCTEMHOM KPaCHOM BONYAHKON MU CUHA-
pomoMm LLlerpeHa [35]. HeKoTopble IEKapCTBEHHbIE Mpena-
paTbl CNOCO6GHbI MPUBOAUTL K MLIEMUYECKOMY MOBPEKAEHMIO
CEermMeHTOB TOICTOM KULLKK. K HUM OTHOCATCA MHTEPDEPOH «,
HecTepouaHble NPOTUBOBOCMANMUTENbHbIE Npenapatbl, aHTyu-
rMNEPTEH3UBHbIE, MCUXOTPOMHbLIE U HApPKOTMYECKMEe cpes-
ctBa [20]. Y peten nepBbiX NET MWU3HWU MPOXKUIKU KPOBU
B C/IM3M MOTYT NOSBAATLCS NPW NULLEBOW aniepruu, 4To ces-
3aHO C 303UMHOPUIbHBIM BOCMANEHUEM CIM3UCTON 060/104KHK
WeNnyaoyHo-KMLWeYyHoro TpakTta [34].

CnepgyeTt OTMETUTb, YTO OOMH WU TOT e 3TUOSIOrMYECKUM
daKTop B 0O4HOM cflydae MOXKET MPUBECTU K Pa3BUTUIO BOC-
nanuTeNbHOro nmpouecca B KWWEYHWKe, B APYroM — Crno-
co6CTBOBaTb Pa3BUTUIO CEKPETOPHOro Tuna auapen. Tak,
HanpuMmep, NpU BocnanuTeNbHbIX 3a60/1€BaHNAX KMLWEYHMKa
UMEET MecTo GepmMeHTaTUBHas HeLOCTAaTOYHOCTb ABYX Opra-
HOB (HapyllaeTcs MPUCTEHOYHOE MULLIEBApPEHME B TOHKOWM
KULLKE 1 OTMEeYaeTcsl 9K30KPUHHAs HEAOCTAaTOYHOCTb NOAXKe-
NYA0YHOMW }Kenesbl), YTO NPUBOAUT K Pa3BUTUIO OCMOTUYECKO-
ro Tvna gnapeu [22]. TpyagHOCTK B onpeaeneHm tuna guapen
BO3HMKAIOT M MpW LEenMakunm B CBSA3KU ¢ GOPMUPOBaHUEM
aTpodPUYEcKon aHTeponaTMmM M HapylleHneM rnepeBapuBa-
HUWS, BCacblBaHMS BCEX HYTPUEHTOB, BKItOYas yrnesoabl [36].

Pa3Butre HeycToM4MBOro cTyia nocne nepeHeceHHOM
KULLIEYHON MHDEKLMM UK Nocne NOBTOPHOIro NpuemMa aHTu-
GaKTepuanbHbIX NpenapaTtoB MO MNOBOAY MHTEPKYPPEHTHbIX
3aboneBaHM yKa3blBaeT Ha pas3BuTME AucOaKTepuosa
KUleYHMKa [24]. TaKOB 1 BO3MOMXHbIM MEXaHW3M XpPOHUYe-
CKOM Anapen npu UMMYHOLEDULIUTHBIX COCTOSIHUSX, Y4TO YKa-
3blBa€T Ha HEOB6XOAMMOCTb MPOBELEHNS B HESICHbIX Cydasx
MMMYHOJSIOTMYEecKoro obcnegoBaHusa. Kpome Toro, npuem
aHTMGaKTepuanbHbIX NPenapaToB MOXET MPMBECTU K pas-
BUTUIO Onapen, obycnoBrieHHOW WHdekuunen Clostridium
difficile, KOTopas MOXET HOCUTb PELMANBUPYIOLLNIN XapaKTep
W 0nTbCa Mecsiuamu mnu rogamu [30].

Ha atane nonMKAMHM4YecKoro obcneaoBaHUsi GOMbHO-
r0 C XPOHWYECKOW AMapeen Heo6XOoOAMMO BbIMOMAHUTL Nep-
BMYHbIM MWHUMaNbHbIN OOBbEM [MArHOCTUYECKOro MOMUCKa
C MCMONb30BaHWEM 1laBoPaTOPHbIX METOAOB MCCNEeA0BaHUS
KpOBW. B pyTMHHbIM NPOTOKON BXOAUT Pa3BEPHYTbIM aHaNns3
KPOBW, OH Ba)XeH A5 BbIBNIEHUS aHEMUU, U3MEHEHWUN
coAepKaHus NenKounToB. TakMe N3MEHEHUS, KaK BblCOKast
CKOPOCTb OCEAaHUs 3PUTPOLIUTOB, aHEMMUS, NENKOLMUTOS,
o6nagatoT BbICOKOW CrneundUuyHOCTbl0 B AMarHOCTUKE BOC-
nanuTenbHbIX 3a60neBaHUM KullevyHuKa [5]. MnepxpomHas
aHemMusl B COYETAHMM C MaKpPOLMTO30M BO3HUKAET NpU Hapy-

WeHWn BcacbiBaHMa BWUTamuHa B,, B AucTanbHOM oTaene
NoAB3A0LHOM KULWKK [29].

Bba30BbI CKPUHUHI MPU XPOHUYECKOW Onapee AOMKEH
BK/tOYaTb GUOXMMUYECKUIM aHann3 KpoBKU. Hannune gedumum-
Ta Xenesa sBASeTCA YyBCTBUTENbHbIM MHAMKATOPOM MaTo-
JIOTMM TOHKOM KULLUKKW, B YACTHOCTHK Npu Uenvakuu [29]. Ana
BbISIBIEHUS MPWU3HAKOB MMMOBONIEMUN U CHUKEHWS KOHLLEH-
TpauuKn MUHEepanbHbIX BELLECTB cneayeT onpeaensitb KOH-
LLEHTPALMIO NEKTPONUTOB (KaNnbLUS, Kanus, HaTpus, xaopa),
a30Ta MOYEBWHbI M YPOBHSA KpeaTUHWHA CbIBOPOTKU KPOBW.
HapyweHne KWCNOTHO-OCHOBHOIo 6anaHca CO CHUMKEHUEM
X70pa M Kanus B CbIBOPOTKE KPOBMW, MOBLILIEHHON 3KCKpe-
LMew xaopa ¢ Kanom, pa3BuUTMEM aflkano3a XapaKTepHo Ans
BPOXAEHHON XJIOPUAHON Anapeun, NposaBASIOLENCS C poXKae-
HUA [37]. MNONpPOTEMHEMUS B COYETAHUM C IKCCYAATUBHOM
3HTeponaTuen yKa3blBaeT Ha HapylleHWe BcacbiBaHUA 6en-
KOB MpU pasfiMyHbiXx 3a60/€BaAHUAX: UHTECTUHANIbHOM UM-
daHrnaKTaznun-Lennakmm, NULLEBON anneprum, rmcTMoLmnTo-
3e [12]. 0653aTeNbHbIM ABNSETCH U3yHEHWE KoaryiorpaMmbl
[N BbISIBNIEHWUS HapYLUEHWI CBEPTbIBAHUS, arperauunm Tpom-
60UMTOB, MMEILWMX 60MbLIOE 3HAYEHME B Pa3BUTUU Keny-
[OYHO-KULLEYHbIX KpoBOTEYEHMM [8, 28].

K gocTtynHbiM nabopaTtopHbIM MeTogaM NepBON JMHWUK
y OeTen C XPOHWYECKOW aAnapeen OTHOCUTCS KOMpOoru-
yecKoe uccnegoBaHue, MNO3BOAAOWEE NPEANONOKUTb
NIOKanM3aumio MOPaXKeHUs KeNyAo4YHO-KMULWEYHOro TpaKTa
Nno XapaKTepy M3MEHEHMM cocTaBa KanoBbix Macc. Crea-
Topesa 1-ro Tvna HabnwaaeTcs NpuM HapyweHun rMaponansa
¥MPOB (XapaKTepHO Ana NaToNornn NOoaXKeNyao4yHon xene-
3bl), cTeaTopes 2-ro TMna — npu HapylweHuu abcopbLunmn
XUPOB (XapaKTepHO Ans MNaTofiorMM TOHKOM KULWKK). Mpu
HaNM4YMKM NaHKpeaTU4yecKoW HeAOoCTaTOYHOCTU NS YTOYHe-
HUS ee cTeneHn HeoBX0ANMO ONpPeaEeNsTb YPOBEHb NaHKpe-
aTMyecKon anactasbl-1 B Kane [28].

YpoBeHb pH Kana MoeT npeaocTaBUTb Mone3Hble CBe-
[JEeHUs O HanMyun cuHapoma ManbabcopOumu yrneBoaoB.
Mpn manbabcopbumu, Korga yrneBodbl AOCTUraloT GaKTe-
PUM TONCTOM KULLKKW, OHU PepMEHTUPYIOTCH ¢ 06pa30BaHK-
€M KOPOTKOLLEMOYEYHbIX XMPHbIX KUCAOT, 60/bluas YacTb
KOTOpbIX BCacblBaeTcs, B pe3ynbrate Takon dpepmeHTaumm
ypoBeHb pH noHwmkaetcsa meHee 5,5. YcuneHue npoleccos
GaKTepManbHOro pPasnoxeHus 6eNKOB MpU HapylweHUn Mux
BCacCblBaHWS COMPOBOXAAEeTCH o6pa3oBaHMEM amMuaka,
npuaaoLero KanoBbiM Maccam WenoYHyo peakuuto [33].

BocnanutenbHbIl CUHAPOM KOMPOMOTMYECKHU MposiBASETCS
CNU3blO, NENKoLMTaMK, apuTpoLTamun. Hanbonee ToYHbIM Map-
KepoMm BocnaneHuns sBnsetcs ¢eKasbHbli KaNbMpPOTEKTUH —
6efioK, NpoayLMpyemblid HeUTpodunaMm CAM3nCTorm 06004KM
KWLWEeYHWKa. BbICOKMN ypOBEHb KaibMPOTEKTUHA OTpaxaeT
AKTMBHOCTb M PacnpOCTPaHEHHOCTb BOCMANEHUs CAU3UCTOM
060/104KM, @ TaKKe MOXKET CNYXUTb NPEANKTOPOM BEPOSITHOMO
060CTpeHnst 3aboneBaHns y MauueHToB ¢ 60ne3Hblo KpoHa,
13BEHHbIM KOMTOM. KanbMpoTEKTUH CTabuNeH B Kane B TeYeHue
HECKOMbKMX AHEeN. HYyBCTBUTENLHOCTb TECTa, MO pa3nnyHbIM AaH-
HbIM, cocTaBnsieT 67—-100%, cneunuduryHoctb — 75-97%. [daH-
HbIW TECT MOXXHO MCNONb30BaTb A1 Pa3nnMyms GyHKLMOHaNbHOM
M OpraHnyecKom NpUYMH BO3HUKHOBEHMS anapen [38, 39].

[MpaKTU4YecKn BCe AETU C XPOHMUUYECKOW AMapeen HyxKaa-
loTca B 06CnefoBaHWM Ha MapasuTo3bl, OAHAKO MPUMEHS-
emMble METOAMKM MWMKPOCKOMUW Kana, MUMMYHODEPMEHTHbIN
aHanM3 Ha reNbMUHTHBIN KOMMANEKC MMEIOT HEAOCTaTO4HYO
[MarHoCTUYECKYy0 3Ha4YMMOCTb. 19 AMarHOCTUKK Nam6ano-
3a 6onee MHGOPMaTUBHbI METOAbLI ONpeaeNieHns aHTUreHOB
B KonpodunbTpaTe 1 noanMmepasHas LenHasa peakums [40].

Ona ncktoYeHnss MHOEKUMOHHON Npupoabl 3abonesa-
HWS MOTYT NPUMEHATLCH GaKTepPUONorMyecKne NoceBbl Kana
Ha natoreHbl. C y4eToM BO3pacTaHWs 4acTOTbl OMMOPTYHM-



CTUYECKMX WHPeKuur y 60NnbHbIX 060CHOBaHa Heobxoau-
MOCTb NMPOBEAEHUS MOIMMEPA3HOM LIEMHOM peaKLMn KpoBH
M BMONTATOB CAM3UCTOM 0OO0SI0YKM KULLEYHUKa ans o6Hapy-
»weHus JHK umTomeranosupyca, Bupyca dnwtenHa—bapp,
BMpyca npocTtoro repneca u Varicella zoster [41].

Y 300pOBbIX NOAEN KOAWUT LMUTOMEranoBUPYCHOW 3TUO-
NIOrMKM 06bIYHO MpOTEKaeT 6eCCMMNTOMHO WAW Bbl3blBAET
camocTosTenbHoe 3aboneBaHme, HO B TO e BPemMs MOXET
NPUBECTU K XPOHUYECKON MHPEKLMN UAN COCTOSHUIO HOCHU-
TenbCTBa C NEpPUOAMYECKOM peaKTuBauuen. PeakTuBauus
LMTOMEranoBMpyca 4acto pa3BMBAETCS MPU TIKENOM WK
CTEPOMNIPE3NCTEHTHOM $3BEHHOM KonuTe. Y nauMeHToB
C LLMTOMErasoBMUpPYCHbIM KOMTOM MOTYT HabntogaTbCs Takne
CMMMTOMbI, KaK Anapesi, 60/b B XWBOTE, NIMXOpajKa, pek-
TanbHOE KpoBOTeYeHMe U noTeps Beca. [AunarHocTupoBaTb
LLMTOMEranoBUPYCHYIO MHPEKLIUIO MOXKHO METogamMu UMMY-
HOQEPMEHTHOIrO aHanM3a KpPoBM, MOJMMEPA3HOW LEnHoOM

peaKLUnn B KPOBM U TKaHSX, MCTOIOMMYECKU B BUONCUMHOM
MaTtepuane. buoncusa cnmM3ncTon 060/104KM TONCTON KULLKK
NpPW OKpacKe reMaToKCUIMHOM U 303MHOM MOXET BbISIBUTb
TUNUYHbIE BKIIOYEHUS B 3MUTENNWU TOACTOM KULIKK «Na3
COBbI», KOTOpPbIE O4EeHb CNELUNPUYHbI ANS LIMTOMEranoBupy-
coB [42]. Ha ambynaTtopHOM 3aTarne TakXKe MOXET 6bITb Mpo-
BefleH UMMYHODEPMEHTHbIA aHanna, B TOM 4YUche C LeNblo
BbIiBNeHMa TokcuHoB C. difficile A n B B Kane [15].

KoHcynbTauma cneumMannctoB — Xupypra-npokTonora,
annepronora, MHGEKLUMOHUCTA, racTPOIHTEPOSIOra — MoO3BO-
NSEeT oNpeaennTb TaKTUKY BeAeHUs pebeHKa ¢ XpOHUYECKOM
avapeen. ANropuTt™M HanpaBieHus K cneuuanuctam npea-
CTaBJIEH Ha puc. 2.

JleyeHue
TOYHbIM HO30/I0MMYECKUI AMArHO3 XPOHWYECKOW Ona-
pen No3BONAET KOHKPETU3WPOBATb CTPATEruto M TaKTU-

Puc. 2. Airoput™ nepB1M4HOM AMArHOCTUKM NPU XPOHUYECKON Anapee y feTen ctaple 1 roaa
Fig. 2. Algorithm of primary diagnostics of chronic diarrhea in children above 1 y.o.
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MpumeyaHne. OPBU — octpas pecnupaTtopHas BUpycHas MHbeKumus, CPb — C-peaktnBHbI 6enoK, CUBP — cMHAPOM M36bITOYHOrO
GaKTepuanbHoro pocta, X, — xpoHuyeckas anapest, OKM — octpas KuwevHas nHoekums, B3K — BocnanutenbHoe 3a6oneBaHue KullevyHuKa,
CPK — cvHapoM pasapaxeHHoro KuwevHuka. Mctounuk: Meykypos A.B., Taxkesa A.A., 2020 (anroputm paspabotaH aBTopamm)

Note. OPBU — acute respiratory viral infection, CPb — C-reactive protein, CUBP — bacterial overgrowth syndrome, X1 — chronic diarrhea,
OKM — acute intestinal infection, B3K — inflammatory bowel disease, CPK — irritable bowel syndrome. Source: Pechkurov D.V.,

Tyazheva A.A., 2020 (algorithm is developed by authors).
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Ky nevyeHusa. O6wWenpu3HaHHbIM SBASETCHS CUCTEMHbIN
noaxo4 K Teparnuu XPOHUYECKOW OMapeun, KOTOopbiM AoN-
}eH O6blTb OPUEHTMPOBAH Ha caMble pa3fn4yHble 3Be-
HbSl MaToreHesa W BK/IOYATb MEPONPUATUSA, HanpaBfeH-
Hble Ha HOpManuM3auuilo pexuma U xapakrtepa nuTaHus,
Ha3HayeHWe npenapaTtoB C BbICOKMM ypoBHem 6e3onac-
HOCTM WU LUMPOKUM CMNEKTPOM TepaneBTUYECKMX BO3MOXK-
HocTen [2, 7].

bonblwoe 3HayeHne MMeEeT MnpaBUIbHO Mogo6paHHas
aveta. Mpu yCTaHOBNEHHOM [AMarHo3e LeNnvakuv M3 nuta-
HMS 06A3aTeNbHO WMCKIOYAlOT CoAeprKalime [TeH npo-
OYKTbl, NMPX NlaKTa30M HeaocTato4HOCTM — fakTosy [43].
Tem He MeHee ecTb 06LMe NPUHLUMMBLI AMeToTepanuun npu
CMHAPOME XPOHMYECKOW AMapen — OrpaHu4yeHne npoayk-
TOB, YCUIMBaKOLWKUX MOTOPUKY (6oratble KNeT4aTKoON CBEXMe
QPYKTbl M 0BOLWM) U COCOBCTBYIOLLMX BPOXKEHUIO (APOXIKE-
Bble NPOAYKTbI, 6060BbIE) [36, 44].

OCHOBHbIM BMAOM MEAMKAMEHTO3HOrO fleYyeHUsa Ha
amMb6ynaToOpHOM 3Tane [0 YCTaHOBMIEHUS MPUYMUHbBI XPOHMU-
YecKoW Aauapeu SBASeTCs CMMNTOMaTU4YecKas Tepanus,
yAyylwalmu,aa KayecTBO KM3HU 60sbHOro. Kak cumntoma-
TMYECKOe Nle4eHne KOPOTKMMM KypcaMun MOoryT 6blTb Ha3Ha-
YyeHbl IeKapCTBEHHbIE CPeacTBa, 0CNabNaIoWMe KULLEYHYIO
MOTOPUKY, 06BONaKMBaloLLMe, BSXKYyLLIME 1 agcopbupyoume
cpeactea [20, 22].

CoBpeMEHHbIE KNMHUYECKME PYKOBOACTBA, B YACTHOCTHU
AMEpPUKaHCKON aKageMuu neguvaTtpuu, B KayecTBe KOM-
noHeHTa 6Ga3WCHOM Tepanuu XPOHWYECKOM Ouapeu npea-
naratoT JeKOHTaMWHaLMIO KULEYHUKa C MCNOSIb30BaHWEM
CEeNIEKTUBHbIX aHTMGaKTepuanbHbiXx npenapatos [10, 20].
[loKazaHMeM K UX Ha3Ha4yeHuo ABAFIOTCA CUHAPOM W306bl-
TOYHOro 6aKTepuanbHOro pocta, TPAHCNOKaLMS KULWEYHbIX
GaKTepui, BocnanutenbHble NPOLECCHl B KULLEYHUKE, BbIsIB-

CMUCOK JIUTEPATYPbI

1. Bbenbmep C.B., lacunuHa T.B. AuddepeHumnanbHaa auarHocTu-
Ka 1 o6LlmMe MPpUHLMMbI TEpanun XPOHUYECKOW auapen y aeten //
PapmaTteka. — 2011. — N2 1. — C. 54-58. [BelI’'mer SV, Gasilina TV.
Differential diagnosis and general principles for the treatment of
chronic diarrhea in children. Farmateka. 2011;(1):54-58. (In Russ).]
2. JNazapeBa T.C., }XBaHua ®.®. daktopbl puUcka M 0COBEHHO-
CTU NMWUTaHKA AeTen paHHero Bo3pacTa C XPOHUYECKOW avapeewn //
Bonpockl coBpemeHHoi neanatpun. — 2008. — T. 7. — N2 6. —
C. 150-155. [Lazareva T, Zhvaniya F. Risk factors and peculiarities
of nutrition of infants with chronic diarrhea. Current Pediatrics.
2008;7(6):150-155. (In Russ).]

3. JazapeBa T.C. XpoHunyeckune auapen y aeten // lMpaktmyeckas
meamuymHa. — 2006. — N2 5. — C. 13-15. [Lazareva TS. Khronicheskie
diarei u detey. Prakticheskaya meditsina. 2006;(5):13-15. (In Russ).]
4. BcemupHas opraHu3auusi 3apaBooxpaHeHus. [uapes [uuT.
2017 mai 02]. MHdopmaLmoHHbIi 6lonneteHb; 2019. [World Health
Organization. Diarrhea [citation 2017 may 02]. Newsletter; 2019.
(In Russ).] JocTtynHo no: https://www.who.int/ru/news-room/fact-
sheets/detail /diarrhoeal-disease. Ccbiika akTMBHa Ha 01.11.2019.
5. Ong J, Swift C, Norman R, Allwood I, et al. The investigation
of chronic diarrhoea: new BSG guidance. Br J Gen Pract. 2019;
69(682):262-264. doi: 10.3399/bjgpl19X702653.

6. Da Cruz Gouveia MA, Lins MT, da Silva GA. Acute diarrhea with
blood: diagnosis and drug treatment. J Pediatr (Rio J). 2019. pii:
S0021-7557(19)30490-5. doi: 10.1016/j.jped.2019.08.006.

7. Vanderhoof JA. Chronic diarrhea. Pediatr Rev. 1998;19(12):
418-422. doi: 10.1542/pir.19-12-418.

8. Zella GC, Israel EJ. Chronic diarrhea in children. Pediatr Rev.
2012;33(5):207-217. doi: 10.1542/pir.33-5-207.

9. Gulati R, Komuravelly A, Leb S, et al. Usefulness of assessment
of stool form by the modified bristol stool form scale in primary care
pediatrics. Pediatr Gastroenterol Hepatol Nutr. 2018;21(2):93-100.
doi: 10.5223/pghn.2018.21.2.93.

JIeHWe YCNOBHO-NATOreHHon Gaopbl U OTCYTCTBUE NIeYeHUs
6e3 npoBeAeHns AeKoHTaMuHauuu [20, 22].

3AK/TIOYEHUE

3THonornsa M natoreHe3 XPOHWYECKOW Auapen onpeae-
NnseT Heo6X0AMMOCTb OBLIMPHOr0 AMArHOCTUYECKOro MOoMUCKa
M NpoBeAEHUS LLIMPOKOro CreKTpa /ie4ebHbIX MEPONPUSTUN.
OTCcyTCTBME ANArHOCTMYECKOrO MNfiaHa no MOMUCKY NPUYKUH 3a60-
fleBaHUs 3a4acTylo 3aTarMBaeT MOCTaHOBKY AuarHosa, npw-
BOAMT K CHUXKEHMIO KayecTBa XM3HM nauueHToB. HecmoTps
Ha TO, YTO CyLLEeCTBYIOT O6LWME MOAXOAbl K NIEYEHUIO XPOHM-
YeCcKOW uapeu, Bcerga cnegyet CTPEMWUTLCH K MOCTaHOBKE
TOYHOrO AMarHo3a, Tak KaK TONbKO B 3TOM C/lydae MOXKHO pac-
CYUTLIBATb Ha MOMOKMUTENbHbLIN Pe3yabTaT NeYeHus.
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O6ocHoBaHHMe. [IpoTe3npoBaHMe BEPXHMX KOHEYHOCTEHN TpebyeTcs Npu MHOIMMx 3ab0/1eBaHUsAX U COCTOSIHUSAX, B TOM YUC/e
BpOXKAeHHbIX. COCTOsIHME POCCUICKOIO 34paBOo0OXpaHeHns B chepe oKalaHUsi peabuinTaLMOHHbIX YCayr Npy NpoTe3npoBa-
HMW BEPXHUX KOHEYHOCTEN y AeTel paHee He usydasock. Ljenb uccnegoBaHmuss — n3y4nTb TEKYLLEE COCTOSIHUE U MTPOGIEMbI
peabunTaumnmn AeTen, Hy)KAalLlWmnXes B MPoTe3npoBaHUU BEPXHUX KOHEYHOCTEHN BCAEACTBME BPOXKAEHHbIX 3ab60/1eBaHMUM.
MeTtogabl. [lpoBegeHO 0JHOMOMEHTHOE Ka4yeCTBEHHOE MUCCeAoBaHME — [JYOGUHHOE MOJYCTPYKTYPUPOBAHHOE WMHTEPBbLIO
poauTenen geteu, noayYnBILINX aKTUBHbIN MPOTE3 BEPXHMX KOHEYHOCTEN BC/IEACTBME BPOXKAEHHbIX 3a60/1€BaHUI B Neproj
C OKTA6ps 2017 no anpenb 2018 r. [lpu MHTEPBbLIOMPOBaHMM POAUTENEN ObII0 3aA4aH0 8 OTKPbIThIX U 13 3aKPbIThbIX BONPOCOB
0 Ha/n4mm U CBOEBPEMEHHOCTU peabuantalmm, JOCTYITHOCTH, KOMITIEKCHOCTY U MHAMBWAYaAIbHOCTH N04Xo4a, COOI0AEHUN
MPUHLMNOB 3TAMHOCTU, NPEEMCTBEHHOCTU U HEMPEPbIBHOCTH, @ TaKKe BOBJIEYEHHOCTU B peabuautaumio. MIHTepBbio Mpo-
X0AMI0 HeNocpeACTBEHHO MOC/e NoJiy4eHnst pe6eHKOM aKTMBHOro npote3a. Peaynbratbl. OnpolweHo 20 pognTtenen geten
B Bo3pacTe oT 2 4o 17 net u3 8 cy6beKToB Poccurickon Pegepaumnn. PeabunntalMoHHas NOMOLLb B MPOLLIOM (40 YyCTaHOBKM
aKTMBHOrO rpoTesa) 6bl1a OKadaHa 75% petein, us Hux B 93% ciyyaeB peabuantayms npoBoAUIach T0/bKO Ha 1-m atane
(B caHaTOPHO-KYPOPTHOM yupexaeHnn). AKTUBHbIN MpoTe3 HecBoeBpeMeHHOo noaydnnn 90% peten. B 75% cnydaeB 6bia
HapylLueH KOMIMIEKCHbIN U UHANBWAYaIbHbIN OAX0A K peabunntaymnn. Bo Bcex ciyyasx pe6eHoK U ero CeMbsi He Bblin aKTHB-
HO BOBJI€YEHbI B peabuanTalMOHHbIM MpoLecc n oTMeYaan HU3KYI 4OCTYMHOCTb peabuantaumm. bonblnMHCTBO poanTenen
(80%) otmeTtunun, 4TO 415 onaaThl MpoTe3a MCroab30BaiM COOCTBEHHbIE cpeAcTBa. 3aK/lo4YeHue. VIHTepBboupoBaHme
poauTenen Aeten, HyxAalolmnxcsi B NpoTe3NPOBaHNN BEPXHUX KOHEYHOCTEN, BbISIBUJIO, YTO KaxKAbli 4ETBEepPTbIk pebeHOK
He noJiydyan peabuautaLymMoHHOM noMoln. B cayyasix, Korga peabuantayms 6blia npoBegeHa, 6bl/10 BbisiBIE€HO MHOXECTBO
HefoCcTaTKOB ee opraHm3aumnu. OTMedeHa HU3Kasi 0CBEAOM/IEHHOCTb POAMTENEN B BOMNpocax peabunutaLmm u ux Hu3Kas
3aMHTEPECOBAHHOCTb B U3MEHEHUM CYLLECTBYIOLIEN CUCTEMbI OKa3aHHsl PeabnanTaLlMOHHOM MOMOLLM.

KnrouyeBble cnoBa: feTv, poanTeNu, NpoTe3npoBaHne, aKTUBHbIA MPoTe3, BEPXHUE KOHEYHOCTH, BPOXAEHHbIE 3ab0/1eBa-
HUSl, peabnanTaLMOHHas MoMOolLLb, Iy6UMHHOE MHTEPBbIO.

(Ana ymtnpoBaHuns: KysskuHa A.C., ABKceHTbeBa M. B. lpaKTMka oka3aHWa M OCHOBHble Npo6aeMbl peabunmtauMoHHON
NMOMOLLUM [EeTAM, HYXKAAWMMCS B NPOTE3MPOBAHUM BEPXHUX KOHEYHOCTEMW: OMpoc poauTenen. Bornpockl coBpeMeHHOH
neanatpmmn. 2019; 18 (6): 424—-434. doi: 10.15690/vsp.v18i6.2062)

OBOCHOBAHME B TOM Yyucne aetam, yxe asaxabl (B 2014 1 2017 rr.) BKNtO-

[MpoTe3npoBaHne BEPXHUX KOHEYHOCTEM HeobXoau-
MO MPU BPOXKAEHHbIX M MPUOBPETEHHbIX 3aboneBaHUAX
M TpaBMax BEPXHUX KOHEYHOCTEeW. PacnpocTpaHeHHOCTb
HapylweHW, BCNeACTBME KOTOPbIX BO3HMKAET MOTPEG-
HOCTb B MPOTE3MPOBAHUM KOHEYHOCTEW, B pPa3HbIX CTpa-
Hax 3HauuTenbHo BapbupyeT — oT 4,4 Ha 10000 HoBO-
poxaeHHbIx B HopBerunu [1] go 21,1 — B lonnaHguu [2].
Mpn 3TOM YacToTa BPOXKAEHHbLIX OCOBEHHOCTEN CTPOEHMUS
KOHEYHOoCTen B 2 pasa Bbllle, YeM NpUOBpPEeTEHHbIX [3, 4].
PacnpocTpaHeHHOCTb HapyweHui, TpebyloLmX NPoTe3npo-
BaHMS KOHeYyHocTen, B Poccunn octaetcs HEM3YyYeHHOW.

[o HacToslero BpemeHn B Poccun He BeOeTCH MOHMU-
TOPWUHI MOTPEBGHOCTU feTel B MeAUUMHCKOW peabunuta-
umn. Bmecte ¢ Tem pasBuTne peabunmtaLMoHHOM MOMOLLM,

Yyanocb B rocylapCTBEHHYO NPOrpaMmy pas3BuTUS 34paBo-
oxpaHeHus [5, 6]. B oTYETHbIX JOKYyMEHTax No peanuaaumm
nporpammbl B 2014—-2016 rr. oTMeY€eHo, 4TO OXBaT Meau-
LIMHCKOM peabunutaumen OT O6LLIErO YUCNa HyXAaloLWMUXcs
(B3pocnbIx U geten) goctur nuwb 14% [7]. CornacHo peru-
OHa/IbHbIM [JaHHbIM, PeabUANTALMOHHYIO MOMOLLb NoyYaeT
He 6onee 15-17% AETCKOro HaceneHus, Hyxaatowerocs
B Hen [8]. CBegeHMN O COCTOSIHUM M OpraHu3auuu pea-
OUAUTALMOHHON MOMOLUM MPU NPOTE3MPOBAHUU BEPXHUX
KOHeYyHOoCTeN y feTen B Poccuu HET: He U3BECTHbI Moaenu
OKa3aHus peabunutauMoHHOW NoMOoLM (YHacTBYOLLME B €€
OKasaHuW cneuunanncTbl, MPOAOIKUTENBHOCTb U METOANKHM
peabunutauuu), He OLLEHMBANOCL COBGIOAEHME 3TAMHOCTH
W NPEEMCTBEHHOCTH.



Llenb uccnepoBaHuss — M3y4YnTb TEKyllEe COCTOSHWUE
1 Npo6nemMbl peabunutaLmMm AeTEN, HYXAAOWNXCA B nNpoTe-
3UPOBaHUMN BEPXHUX KOHEYHOCTEN BCNEACTBMUE BPOXKAEHHbIX
3aboneBaHum.

METOAbI

[Ou3aiiH uccnegoBaHusa

lNpoBeaeHoO 0AHOMOMEHTHOE KayeCTBEHHOE MPOCMNEKTUB-
HOe uccnefoBaHne METOAOM MMYBUHHBIX MOAYCTPYKTYPUPOBaH-
HbIX MHTEPBbIO-6eces No 3apaHee pas3paboTaHHOMY MaaHy.

YcnoBusa npoBegeHus

NHTepBblOMPOBaNK poanTenemn aeTen, NpoTe3MPOBaHHbIX
B 000 «MoTtopuKa» (MockBa) B nepuofa ¢ okTs6ps 2017 no
anpenb 2018 .

Kputepuu cooTBeTcTBUSA

Kputepnn Brao4YEHUS

B uccnepoBaHue BRIOYAAM OAHOrO M3 poauTenen aeten
B Bo3pacte 0-17 netr — rpaxaaH PP, Boweawmnx B nnaH
NpPOTE31POBAHNUS aKTUBHbLIM MPOTe30ML BepxXHern KOHEYHOCTM.
MoTpe6bHOCTb B MpOTE3UpPOBaHUKU Oblla 00YCNOBMIEHA BPOXK-
AEHHbIM 3a60/1€BaHNEM, AMArHOCTUPOBAHHbLIM MPU POXKAEHMN.

Kputepnn HeBKIO4YEHUS

B nccnepoBaHue He BROYanW AeTen ¢ APYrMMU XPOHMU-
YyeCKMMMK 3aboneBaHuAMMU, TPeOyOWUMK peabunuTaLmoH-
HOW NMOMOLLM.

OpraHu3auus UHTEPBbIO

CnnMcoK noTeHuManbHbIX YY4aCTHUMKOB WCCNef0oBaHUs
(poaunTenewn) n gonoaHUTENbHAA MHPOPMaLMA, Ha OCHOBAHUK
KOTOPOM M3 CMKUCKa 6biNn BbiGPaHbl eTH, NOAXOASLLME NOS,
KPUTEPUM COOTBETCTBUA UCCNefoBaHus, Obliv NpepocTas-

neHbl 000 «MoTopurKar. Co BceMu NoTeHLManbHbIMKU y4acT-
HUKamMu B ceHTa6pe 2017 r. cBA3anncb No TenedoHy, UM
Obln 06BACHEHDI LeNb U 3agayvu uccnegoBaHus. B yacTHo-
CTW, POAUTENSAM COOBLLANM, 4YTO «MPOBOAUTCA UCCNeLOBaHNE
0 peabunutaumun aeten, TpeOyOLWUX NPOTE3NPOBAHUS BEPX-
HUX KOHeYHoCTeN. Llenb nccnefoBaHma — OLEHUTb TEKyLLee
COCTOSIHWE U BbISIBUTb OCHOBHbIE MPo6neMbl peabunmraumm
[eTen, HYXXOAOLWNXCSH B MPOTE3UPOBAHUM BEPXHUX KOHEYHO-
CTEN C TOYKM 3peHus ux poautenen. Bawa 3agaya — oTBe-
TUTb Ha BOMPOCHlI MHTEPBbLIO OTHOCUTENIbHO BalLero onbita
peabunutaunn pebeHka. MHbopmaLuma cobupaeTca UCKIo-
YUTENIbHO B HayyHbIX Uenax v OyaeT npeacrasfieHa B obe-
3/IM4eHHOM Buae». Poantenn JomxKHbl 6bin1 Aatb nNpeaBapu-
TeNbHOE cornacue Ha ydactue B uccnefoBaHuu. Kaxagomy
M3 NOTEHUMaNbHbIX Y4aCTHUKOB NPUCBanBascs NopPsaKOBbIN
HOMep, 3aTeM C MOMOLLbIO FeHepaTopa Cly4alHbIX Yucen
[PaHgomyc, Bepeus 2.3 (20191118), https://randomus.ru/]
Obl1M BbIGPaHbl YHaCTHUKK 419 UHTEPBbIOMPOBAaHMUS.
[My6UHHbIE UHTEPBbLIO MPOXOAMNN C OKTA6ps 2017 no
anpenb 2018 r. nocne NPUMEPKM KOHEYHOro m3genus
(aKTMBHOrO npotesa) pebeHKy, B TOT Xe WKW Ha crnegyto-
WKMA AeHb. 3aniaHupoBaHHaa MPOAOSIKUTENbHOCTb KaX-
foro uHTepBbltdo — oT 30 go 50 muH. B xope wHTeEp-
Bbl0 3ajaBasiMCb KaK OTKpbITble (N = 8), Tak M 3aKpblTble
(n = 13) Bonpockl (Tabn. 1). Bonpocbl ang onpegene-
HUA 9DDEKTUBHOCTM peabuInTaLMOHHbIX MEPONPUATUMI
(N2 1-18, cm. Tabn. 1) bopmynnpoBanu C y4eToM KpuUTepu-
eB BcemunpHoM opraHusaumun 3apaBooxpaHeHns [9], poc-
CUUCKMX HOPMAaTUBHbIX (NpUKa3 MuUHUCTEePCTBa 34paBOOX-
paHeHus) [10] u meToanYecKnx AOKyMeHTOB [11], a TaKkKe
[OKYMEHTOB, MPUHATbIX B CTpaHax C pa3BUTOW CUCTEMOM
peabunutaunmoHHon nomouwm (Bennkobputanua [12-14]
n Weeuns [15-17]). Ha ocHOBaHMM 3TMX BONPOCOB MNJIaHK-
poBann BbISCHUTb HAIMYME U CBOEBPEMEHHOCTbL peabuu-

1 AKTUBHBbIW npoTe3 — YCTPOWCTBO, NO3BONSIOLLEE YACTUYHO BOCMONHUTL QYHKLMIO OTCYTCTBYIOLEN KOHEYHOCTU 3a CHET OCYLLEeCTBEHUS
cxBaTta. CxBaT NPOMCXOANUT NPU ABUKEHMM BblLLENEXallero COXpaHHOro cyctaBa 1 peannsyeTcs ¢ NOMOLLbIO CUCTEMbI TAT.

Alina S. Kuzyakina, Maria V. Avxentyeva

Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russian Federation

Practice and Challenges of Rehabilitation Treatment for
Children in Need of Upper Limb Prosthetics: Parents Survey

Background. Upper limb prosthetics can be required in many conditions, and congenital as well. The situation in Russian healthcare
system with rehabilitation of children with upper limb prosthetics has not been studied before. Objective. The aim of the study was
to study current situation and challenges in rehabilitation of children in need of upper limb prosthetics due to congenital diseases.
Methods. The simultaneous qualitative research was performed — in depth semi-structured interview of parents whose children
had got active prosthetics of upper limbs due to congenital diseases in the period from October 2017 to April 2018. There were
8 open-ended questions and 13 closed-ended question in the interview about availability and timeliness of rehabilitation, complexity
and personality of the approach, observance of the phasing and continuity principles, and also involvement into rehabilitation process.
The interview was performed after obtaining of the active prosthetic. Results. 20 parents of children aged from 2 to 17 years from
8 regions of Russian Federation have undergone the survey. Only 75% of children undergone rehabilitation treatment over the years
(before prosthetic positioning), and 93% of them only during the first phase (in health resort institution). Active prosthetic was delayed in
90% of cases. The complex and individual approach to rehabilitation was disrupted in 75% of cases. The child and his family were
not actively involved in rehabilitation process in all cases. All respondents have mentioned low availability of rehabilitation. Most of
the parents (80%) mentioned as well that they have to pay their own money to cover all the expenses. Conclusion. The interview of
parents whose children are in need of active prosthetic revealed that one in four child did not get rehabilitation treatment. In cases
when rehabilitation had been carried out many imperfection in its organization were identified. Low awareness about rehabilitation itself
among parents and low interest in changing of the existing rehabilitation system were revealed.

Key words: children, parents, prosthetics, active prosthetic, upper limbs, congenital diseases, rehabilitation treatment, in depth interview.

(For citation: Kuzyakina Alina S., Avxentyeva Maria V. Practice and Challenges of Rehabilitation Treatment for Children in Need of Upper Limb
Prosthetics: Parents Survey. Voprosy sovremennoi pediatrii — Current Pediatrics. 2019; 18 (6): 424-434. doi: 10.15690/vsp.v18i6.2062)



OpuruHanbHasa cTaTtbs

Ta6auua 1. Bonpockl, UCMOb30BaHHblE NPU MHTEPBLIOWPOBAHWUM poaUTENen eTel, HyKAaBLUUXCS B NPOTE3UPOBAHUMU BEPXHUX
KOHEeYHocTen
Table 1. Questions used for interviewing parents whose children are in need of active upper limb prosthetics

3ODOEKTUBHOCTb PEABMJTUTALIMOHHBIX MEPOIPUATUIA

Hannyne
1 | Mpoxoaun nu Balu pe6eHoK Korga-nméo peabunutauuio? [a/HeT peabunuTaLMoHHON [9-14]
nomoLLm
. JTanHocCTb, [10,
2 Ecnu ga, TO rae UMeHHO 1 KaK 4acto? OTKpbITbI BONPOC 1
NPeemMCcTBEHHOCTb 12-14]

CKOJIbKO NOAHbIX NEeT 66110 Bawemy pebeHKy, Koraa 6biu
3 yp Y, KOG 0-2;3-6; 7-11;12-17

npoBefeHbl NepBble peabunutauuoHHble MEPONPUATUA?

2
HacTosLee npoTesnpoBaHue asasetcs Ans Bac nepsbim CBoeBpeMeHHOCTb [9,11]
[epBoe npoTesnpoBaHue;
4 | unK onbIT UCNoNb30BaHKA NpoTesa yxe 6bin? Ecnv aa,
NOBTOPHOE NPOTE3UPOBAHUE

TO B KAKOM BO3pacTe?

Ecnun ga — yunnu nu Bawero pe6eHKa nonb3oBaTbCs
5 it y p Ha/Het

npoTtesom?

o KomnneKkcHocTb

KTo 13 cneunannctos pabotan B peabunurtalMoHHON .
6 OTKpPbITbI BONPOC noaxoaa [9,11-14]

KomaHae? 3

K peabunuraumm

Kakue coBpemeHHble peabunmntaLoHHbIE TEXHOOT MK .

7 OTKpbITbI BONPOC

6blIM UICNONIb30BaHbI?

flBnanace 1M nporpaMmma peabunutauuu Bawero

N MHavMBuayanbHbIA noaxoa,
8 | pebeHKa MHanBUayanbHOW Unu Bbl cTankMBanucb AMBALY AXOR

CTaHAapTHbIE CXEMbI
CO CTaHAAPTHbIMKU CXemamMmn? Aap NHanBnayansbHoCTb [12-14]
noaxoaa*
Bbl nonyyanu nHaMBuayanbHyto nporpamm
9 Y! AnBUaY yt0 nporp y Ja/met
peabunuTaumu 1 abunutaumm?
3aHumaeTecb 1 Bbl caMoCTOATENBHO C pe6EHKOM HenpepbiBHOCTb
10 ! P Nla/net pep . [12-14]
peabunutaunen? peabunutaumm
TonbKO 3a cyeT rocygapcTea;
TONIbKO 3@ CYET INYHbIX
YcTaHOBKa npoTe3a npou3oLuna 3a CHeT rocyaapcraa .
11 CpeacTB; B OCHOBHOM 3a cyeT
WK 3a c4eT Balumnx NnYHbIX cpeacTB?
rocygapcTtsa, Ho TpeboBanach
fonnara 13 NMYHbIX CPeACTB
NMHOCTb
12 | Mony4nnu nv Bbl KOMMNEHCaLMIO PacXoaoB Ha NpoTes? [a/Het Hoctynoc N 10
peabunutaumm
13 CKONbKO BpeMeHu noTpeboBanochk ans céopa < 2 Mec;
[OKyMeHTOB? 7 = 2 mec
14 | Bblno K 3TO CNOXKHO? [a/Het
15 | OTKyza Bbl y3Hanv 0 BO3MOXHOCTU NPOTE3NPOBAHUA? OTKpbITbIA BONPOC
3HaKoMbl 11 Bbl ¢ HopmaTMBHOM 6a30#,
16 | pernameHTupylolwen Balum npaBa B OTHOLWEHUHN [a/HeT
npoTe3npoBaHusa 1 peabunutaLmn? [9,12-14]
AKTMBHOE BOBieYeHne
OT 4ero UK OT KOro 3aBUCUT BOB/IEYEHHOCTb pebeHKa o
17 OTKpPbITbI BONPOC nauuneHTa

B Npouecc peabunurauun?
pouece p u B peabunuraumiod

Kak Bbl cunTaeTte, HyxHa 11 Bawemy pebeHKy
18 | u AeTsM C NOXOXUMU OCOBEHHOCTAMM 340POBbS OTKpbITbI BONPOC [9,12-14]
peabunmMTaLmoHHas NoMoLLb?

OTHOLUEHUE POAUTEJIEW K CUCTEME PEABU/INTALIMOHHOM IMMOMOLYH

YT10, Cc Baler TOYKM 3pEHUSA, MOXKET 3HAYUTENbHO YNy4LINUTb

19 . OTKpbITbIM BONPOC
KayecTBO W JOCTYNMHOCTb MEAMLIMHCKON peabunutaummn?
OueHWTE BaXHOCTb NOCTOSAHHOM AOMallHen paboTbl BakHa,/BO3MOXHO BarkHa/ . Heak-
20 9 OTHOWeHWe poautenen
¢ pe6eHKoM HeBaxHa TyanbHO
KT0, Cc Balen To4Ku 3peHuns, JOMKEH paboTaTb .
21 P A P OTKPbITbIV BONPOC

B peabununTaLMoHHOM KomaHae?

Mpumeyarue. 1 PeabunutaLms oTBedana KpUTEPHIO 3TanHOCTH, ECAU B COOTBETCTBMM C MOPSAAKOM OpraHu3aLmn MeanLMHCKON peabunutaumm
NPOMCXOAMNA Ha [IBYX 3Tarnax OKasaHWs NoMoLLu (MOPSLOK pernameHTMpyeT 3 aTana, OAHaKo Heo6X0AMMOCTH B 1-M aTane 415 AaHHOM
KaTeropuu nNaLMeHToB HET, TaK KaK B 3a60/1ieBaHWK OTCYTCTBYET OCTPbIM Nepunos). [peeMcTBEHHOCTLIO cuuTanach nepeaaya MHGopMaLmum
MEXy 1ByMS 3TanaMu oKasaHus MOMOLLM (B YaCTHOCTH, O6LLME PeabuUTaLMOHHbIE LIeNU 1 3aaaym).



VN

2 CBOEBPEMEHHOM peabunuTaLnen CuuTanoch, eciin a) NepBoe NpoTeaMpoBaHmne 610 NPOBEAEHO B 6 MEC M3HM pebeHKa,

6) peabunuTauMoHHble MEPONPUATUS (BOCCTAHOBUTENbHASA Tepanus) MPOBOAUIUCH C POXKAEHUS.

3 KoMMNeKCcHbIM MOAXOA0M K peabunmTaLum CYMTanock: a) 06y4eHne 1CroNb30BaHMIo NpoTesa B npoLiecce peabunutaumu, 6) ydactve
MEXANUCLMNANHAPHON KOMaHAbl B MUHUManbHOM cocTaBe: Bpay JIPK (unu peabunutonor), HCTpyKTop JIOK, aprotepaneBT, KIMHUYECKUH
NCUXONOT, B) NPUBNIEYEHNE COBPEMEHHbIX TEXHONOTMIN B BUAE BUPTYaSIbHOM PeanbHOCTU.

4 MHAMBMaYaIbHLIM NOAXOAOM K peabunuTaLmum CHUTaNoCh: a) Hanuumne MHAMBUAYaNbHOM NporpaMmmbl peabunutaumuu u aunutaumm (UMPA),
6) NocTaHOBKa MHAMBKUAYaANbHbIX LIeNer 1 3aay 3aHATUI C peGEeHKOM, B) 3aHATUA B cpee 06bl4HOro GyHKLMOHMPOBaHKA LWKoNa/cal/nom,
r) 3aHATUS BHE rpynn.

5 HenpepbIBHbIM TEYEHUEM peabunnTaLm CHUTaNUCh NOCTOAHHbBIE 3aHATUA POANUTENEN C PEGEHKOM B AOMAaLLHUX YCAOBUAX.

6 [locTyrnHOM B BOMpOCax NpoTe3UPOBaHNUs cuMTanach peabunuTaLms, eciiv a) ycTaHoBKa NpoTesa rnpoLusia NosIHOCTbIO 3a CYET rocyaapcTaa
1 yxke 6blna nony4eHa KomneHcauus, 6) Ana céopa JOKYMeHTOB NoTpeboBanocb MeHee 2 Mec, B) POAUTENM OMUCKIBaNM npoLecc céopa
[IOKYMEHTOB KaK HECNOXHbIN, I) MHGOPMaLMa 0 BO3SMOXHOCTU NPOTE3NPOBAHUS Gblla NoslydeHa OT MEAULIMHCKUX COTPYAHUKOB.

7 dUHaNbHLIM JOKYMEHTOM, HEOBXOAMMBIM /1 MPOTE3UPOBAHWA 3a CYET rocyaapcTsa, asnserca UMPA. [Ing ee nony4yeHns He06XoaMMo
npefocTaBuUTb HanpaBfieHWe Ha IKCNepTuay (cnpaBka 088/y-06); MEAULIMHCKYIO KapTy U3 MNONUKIMHUKK; BbIMUCKY O MPOBEAEHHbIX
MEeAMLMHCKMX 06CneoBaHUsX; CNpPaBKu 06 YBEYbAX UM XPOHUYECKUX 3a601EBAHNSX, ECIM OHU UMEIOTCS; MEANKO-TEXHUYECKOE 3aKTIOYEHUE;
PEHTreH B pacneyaTaHHOM BUAE.

8 MauueHTa cYUTasM aKTMBHO BOBJIEYEHHbBIM B NMPOLIECC peabunnTaLmm, eciv POaUTENH a) Gblin 3HaKOMbl C HOPMaTUBHOW 6a30H,
pernaMeHTUpYIoLLEN UX NpaBa B OTHOLWEHUKU NPOTE3UPOBaHKS U peabunutaLmu, 6) CaMoCTOSTEeNbHO YKadblBanu cebs B Ka4ecTBe NuL,
B/USOLWMX Ha BOCNpPUATME PEBEHKOM peabunntaLMOHHOro NpoLecca, B) NOHMManu BaXKHOCTb CaMOCTOATENbHOM paboTbl AOMa C pe6EHKOM,
r) cuuTanu, 4To peabunmTaLmoHHas NOMOLLb UX AETAM HeoGXoanMa.

9 PerynspHble 3aHATUSA POaUTENEN C PE6EHKOM e4e6HOM PU3UYECKOM KySbTYPO, TMMHACTUKOM UK BbIMOSHEHWE OTAENbHbLIX GUBUYECKUX
yrnpaxHeHUN.

Note. 1 The rehabilitation met the criteria of phases if it have been performed on two phases of administration (procedure regulates

3 phases but there is no need for Phase 1 because such patients have no acute period of the disease). Continuity was considered

as the transfer of information between two phases of administration (in particular general rehabilitation goals and objectives).

2 The rehabilitation was timely if a) first prosthetic care performed at the age of 6 months, b) rehabilitation treatment initiated since birth.
3 Complex approach in rehabilitation was: a) training how to use prosthetics during rehabilitation, b) participation of interdisciplinary team:
at least exercise physiologist (or rehabilitation therapist), ergotherapist, clinical psychologist, c) involvement of modern technologies like
virtual reality.

4 Individual approach in rehabilitation: a) availability of individual rehabilitation and abilitation programs, b) individual goals and aims setting

with a child, ¢) working in natural environment — school/kindergarten/home, r) individual exercises.

5 Continuous flow of rehabilitation was considered as regular exercises of parents with children at home.

6 Rehabilitation was considered available in the sphere of prosthetics if a) the installation of the prosthetics was completely covered

by the government and compensation had already been received, b) paperwork period less than 2 months, c) paperwork was easy enough,

d) information about prosthetics was provided by medical staff.

7 Final document needed for publicly-funded prosthetics are individual rehabilitation and abilitation programs. Important documents:
certification for expertise (medical note 088/y-06); medical record from outpatient department; all medical testing; records on any
conditions and chronic disease, if any; medical technical statement; printed X-ray.

8 Patient was considered as actively involved in rehabilitation process if parents a) knew legal environment about their rights on prosthetics
and rehabilitation, 6) indicated themselves as persons influencing the child's perception of the rehabilitation process, B) understood

the importance of working with the child at home, r) believed that rehabilitation treatment to their children was necessary.

9 Regular exercises of parents with the child: physical exercises, gymnastics.

Tauuu, JOCTYNHOCTb, KOMMIEKCHOCTb U UHANBUAYANbHOCTb
noaxoda, 3TanHOCTb, NPEEMCTBEHHOCTb, HEMPEPbIBHOCTb
M aKTMBHOE BOBJIEYEHME NaLUMeEHTa B peabununtaumio. Eue
3 Bonpoca 6blI OPUEHTMPOBAHbI Ha BbISB/IEHWE OTHOLLE-
HUA poauTenen K cucteme peabunntauyMoOHHOM MOMOLLK
(N2 19-21, cm. Tabn. 1).

MHTepBblo poauTenen (nposoauna KysskuHa A.C.)
NPOXOAWNIO B OTAENbHOM MOMeleHnn, 6e3 MOCTOPOHHMX
n peten. PoauTtenen npocunuM He nofb3oBaTtbcs Tenedo-
HOM. Ecnu oTBeT poauTenen Ha Kakom-nMb6o BOMPOC Obin
HeoAHO3Ha4YHbIM, CCefoBaTeNlb B XOA4Ee MHTEPBbLIO 3a4aBa
yTOYHSlOUMEe BOMPOChl. [N 3anucu MHTEPBbLIO UCMONb30-
Banu AMKTOOOH. B nocnegyowem AUKTODOHHbIE 3anucu
6binn pacwmndpoBaHbl U NepeHeceHbl B TEKCTOBbLIM dan.
Y4acTHUKM UCcCneaoBaHUs He NPOCyWnBain AUKTOPOHHbIE
3anvMcu, He KOMMEHTMPOBaIM U HEe BHOCWUAM U3MEHEHUS
B TEKCT MHTEPBbIO. [TOBTOPHbBIE UHTEPBbLIO HE MPOBOAMMUCH.

CraTucTMyecKue npoueaypbl

MpuHUKNbI pacyeTa pa3amepa BbIOOPKHU

Mpyv OAHOPOAHOM COBOKYMHOCTU LENeBOW BbIGOPKM
nceneaoBaHms onNTUMalbHOM YUCIEHHOCTBIO PECMOH/IEHTOB
Ana ryOuHHbIX MHTEPBbIO NpeasiaraeTca cyutatb 20 yeno-
BeK [18]. Pa3mep BbIGOPKK Obln yBenuyeH Jo 21 ¢ uenbio

n3b6exaTb BO3MOMHOIO CHUXEHMS 4Yucna pPecrnoHAEeHTOB
MeHee PEKOMEHJ0BAHHOIO B CBfA3M C HenpeaBUAEHHbIMU
obcTosATENBCTBAMM.

Cratuctmyeckue meToabl

PaccuynTbiBanncb OTHOCUTENbHbIE NMOKa3aTenu, XxapaKkre-
puaytowne vactoty fBneHun. CTaTUCTUHECKMI aHanu3 CBS-
3€eK He npoBoamcs.

dTHyecKas 3KcnepTUsa
JTuyeckaa 9aKcneptMda NpOTOKoNa MccnefoBaHus
He NpoBoAMNach.

PE3Y/IbTATbHI

dopmupoBaHue BbIGOPKU UCCNe0BaHUS

B nnaH npote3nMpoBaHns BEPXHUX KOHEYHOCTEW B Nepwm-
0ol vccneaoBaHusa 6bi10 BKAo4eHo 115 peten. [llocne
6ecenbl No TenedoHy, pasbACHEHUA Lenu U 3agay uccne-
[OBaHWA cOrnacve Ha WHTEPBbIO nosnyyeHo oT 91 poau-
Tensa. lpoTesnpoBaHne 6bIJIO OTMEHEHO WKW MNepeHece-
HO 3a BblIOPaHHbIN BPEMEHHOW OTPE30K B 5 cay4vasx.
N3 86 noTeHUManbHbIX yYHaCTHUKOB NPW NOMOLLM reHepaTopa
CNy4yarHbIX YMcen ans MHTepBbto 6bln 0To6paH 21 poauTens,
13 HUX 20 6bININ MPOUHTEPBbLIOMPOBAHDI (PUC.).
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OpuruHanbHas ctaTbf

Puc. dopmrpoBaHme BbIGOPKK UCCNefoBaHUS
Fig. Population sampling for the study

OauH u3 poautenen geten B Bo3pacte 0—17 net —
rpaxkaaH P®, BKNOYEHHbIX B M1aH NPOTE3MPOBAHMSA aKTUBHbIM
NpoTE30M BEPXHEN KOHEYHOCTU BBUAY €€ BPOXKAEHHOWM
ocobeHHocTM B 000 «MoTopuKa» B Nnepuog,
€ OKTA6psa 2017 no anpenb 2018 r. (n = 115)

He Bownu B uccnegoBaHue:
® poAauTENM NaLMeHToB, MPOTE3NPOBaHME KOTOPbIX 6bli10
OTMEHEHO UM NepeHeceHo 3a BbIGpaHHbIN OTPE30K

Bce poautenu, oTBETUBLLNE COMacneM Ha y4actue

B uccnepoBaHuu (n = 86)

| [eHepaTopoMm crydanHbIx Yucen Bbl6paH 21 y4acTHUK (n = 21) |

BpemeHu (n = 5)

® poAWTEenw, He AaBLUME COrlacue Ha yyactue
B UCCNeA0BaHUK (OCHOBHas Ha3BaHHas NpuymMHa —
«HEeT BpeMeHwW») (n = 24)

BbI6bINv U3 UCCNeaoBaHMUs Mo NPUYMHE HESBKK

| OnpeaeneHo UTOroBOe YUCO y4acTHUKOB (n = 20) |

XapaKTepucTUKKU BbiIGOPKU UCCNIeOBaHUA

Y4acTHUKM nccnefoBaHus NpoxmuBanm B 8 cyobekTax PP
(MockBa — 3, KpacHomapckui Kpan — 2, Pecny6nvka
TatapctaH — 3, CapatoBcKasa obnactb — 2, Pecnybnuka
Mopgaosusi — 3, Huxkeropoackas obnacte — 4, AnTanckum
Kpan — 2, Pecny6nuka Kpbim — 1). Bo3pacT geten coctas-
nan ot 2 gpo 17 net: 1 pebeHok B Bo3pacte 0-2 ner,
7 neten — 3-6 net, 7 — 7-11 net, 5 — 12-17 nert.
lNonoBuWHa aeTew nonydanu npotes Bnepsble (n = 10), nosno-
BMHa — MOBTOPHO (M3 HUX 3 — B TpeTUM pa3, 3 — B 4eT-
BepTbIK). M3 uncna ageten, NpoxoauBLUMX NPOTE3UPOBAHME
HEOAHOKPATHO, 7 eTeN paHee Nosy4yanu ToIbKO KOCMeTHYe-
CKMeE NpoTe3bl, TPOE — aKTUBHbIE.

OCHOBHbIe pe3ynbTaThl UCCNIE0BaHUS

OCcHOBHble pe3ynbTaTbl WHTEPBbI MNpeacTaBieHbl
B Tabn. 2. lMoarBepavna MpoxoxaeHwe OeTbMU peabunu-
Tauun B TOM WAM MHOM OGbLEME MOJIOBMHA PECMOH/EHTOB,
OoCTasbHble NOMNPOCKN YTOYHWUTb, «4TO 3HAYUT peabunutalLm-
OHHasa nomolyb». Nocne nNoay4yeHmsa pasbsaCHEHUS NO AAHHO-
My Bonpocy 5 (25%) pecnoHAeHTOB coobLmnu, 4to 1-2 pasa
e3aMnn B caHatopuu. Ha AoCTynHOCTb peabunuvTaumoHHOM
MOMOLLN, HO HEXeNaHue ee MnosyyaTb BBMAY HEMOHMMaHMUS
3HAYUMOCTH («PSAOM C JOMOM €CTb FOCYAaPCTBEHHbIN LIEHTP

Ha npoTesupoBaHune (n = 1)

peabunutaumu, Tam ectb JI®K, noronen, ncmMxonor, HO BO3-
MOXHOCTW BOAUTb pebeHKa Tya y MeHs HeT, MHOro paboTato,
na n JI®K pebeHoK 3aHnmaeTcsi Ha PU3NYECKON KynbType
B LWKone») ykasan 1 (7%) pecnoHAeHT. B yacTHble LEHTPbI
HUKTO M3 OMPOLUEHHbIX He obpaliancs («CIUWKOM AOPOro»,
«He HalW MoaXoasLLEeron).

OTBeTbl Ha OCTajibHble BOMPOCHI MOKa3anau, 4To Mony-
YyeHHas peabunuTalMOHHas MOMOLLb He OTBeYyaeT coBpe-
MEHHbIM KpUTEPUAM ee 3POEKTUBHOCTU — HEMNPEPbLIBHO-
CTW, 3TANHOCTU W NPEemMCTBEHHOCTM (CM. Tabn. 2). Tak,
Ha nosly4eHne NOMOLLM Ha ABYX 3Tanax — B MNOJUKINHUKE
M CaHaTOPHO-KYPOPTHOM YYpexaeHWn — yKasan TOJIbKO
OAMH U3 poauTenen, OTMETUB MpPU 3TOM, YTO CneLuanuncTbl
NMONIMKIMHUKN UM CaHaTOpUs He 3Hanu O TOoM, 4To pebe-
HOK MpoXoaun peabunuTaumio U TaM U TaMm, U He noayyvanu
MHOOPMaUMIO (BbIMUCKU WM 3aKIlO4Y4eHMs) Apyroro aTana.
BoNbLWMHCTBO AeTer NoNy4Ymnn peabunmTaLMoHHYO MOMOLLb
TO/IbKO B CaHATOPHO-KYPOPTHOM yupexaeHuu, 12 4yenoBek
Bble3}Kanu B caHaTtopui 1—2 pasa 3a Bce BpeMms. PerynspHo
(exxerogHo 1 valule) noay4an peabunUTaLMOHHYIO MOMOLLb
B caHaTopuu TonbKo 1 pebeHokK. [JBoe aeTen nonyyanu pea-
OUNUTALMOHHYIO MOMOLLb TOSIbKO B MOAMKIAMHMKE. HWM OauH
N3 ileTen He MPOXOANIT PErynspHylo peabunuraLlmio Ha amoy-
NIaTOPHO-NONUKINMHUYECKOM 3Tane. [lpn 3TOM O CyLecTBO-

Ta6nuua 2. Pe3ynbrathl MHTEPBLIOMPOBAHUSA POAUTENEN AETEN, HYXKAABLIMXCS B NPOTE3MPOBAHUMN BEPXHUX KOHEYHOCTEWN
Table 2. The results of interviewing of parents whose children are in need of upper limb prosthetics

N2 Bonpoc

OTBeTbI

3ODEKTUBHOCTb PEABM/TUTALIMOHHbBIX MEPOMPUSITUN

[Mpoxoann nu Baw pe6eHoK Koraa-nMbo
peabunutaumto? (n = 20)

[a —15(75 %)
Het — 5 (25 %)

2 Ecnu pa, TO rae MeHHo U KaK YacTto? (n = 15)

OTKpbITbIY BONPOC

MonuknuHuka + caHatopun — 1 (7 %)

TonbKo caHaTopun — 12 (80 %)

TonbKo nonnKInHWKa — 2 (13 %)

OcBefomieHbl elle 06 oAHOM 3Tane oKasaHus nomowmn — 7 (47 %)
He ocBepgomneHsbl npo gpyrue atansl — 8 (53 %)

Mpoxoannu peabunutaumio perynsipHo (exxerogHo) — 1 (7 %)




Ta6nuua 2. [TpogomxkeHne

N¢ Bonpoc OTBeTbl
CKONbKO MOJIHbIX N1ET 6b110 Batemy 0-2ropa—0 .
3 | pebeHky, Korga 6binn NPOBeAEHbl NepBbie 8-6 ner —3(20%)
ea6wn1/;Ta MOHHbIE MeponpuaThsa? (n = 15) 7—11ner —11(73 %)
P H ponp cin= 12-17 net — 1 (7 %)
HacTtosuee npoTteanmpoBaHue sBnsetcs ana Bac Mepsoe NpoTesupoBatie — (50 %)
4 nepBbIM UK OMNbIT UCMONB30BAHUSA NPOTE3a YIKe MoBTopHOE NpoTeanpoBaHie — (50 %)
6b1n? Ecnu aa, To B Kakom Bo3pacTte? (n = 20)
5 Ecnun pa — yunnu nu Balwwero pe6eHKka Oa—0(0 %)
nosib3oBaTbcs NpotesaoM? (n = 10) Het — 10 (100 %)
OTKpPbITbI BONPOC
6 KTto 13 cneuunanunctoB paboTan McKkntountenbHo Bpayd u/mnu MHCTpyKTop JIOK — 13 (87 %)
B peabununTaLnoHHoOM KomaHae? (n = 15) Bpauy n/unun nuctpyktop JI®K + meacectpa no dusnonporeaypam
M Maccaxuct — 2 (13 %)
Kakune coBpemeHHble peabuiMtaunoHHble OTHPBITLIA BOMPOC
7 P P ! Hukakue — 14 (93 %)
TEXHONOrMKU BblIN UCNONb30BaHbI? (N = 15)
HoBble rpsizeBble BaHHbl — 1 (7 %)
flBnanacb v nporpamMmmMa peabwavrtaumm
8 Bawero pebeHKka nHanMsuayanbHon unu Bel CraHaapTHble cxeMbl — 15 (100 %)
CTa/lKMBaNUCb CO CTaHAAPTHbIMK CXeMamu? NHanBuayanbHbii noaxos — O
(n=15)
9 Bbl nonyyanv MHAMBMAYanbHyo NporpaMmmy Oa — 20 (100 %)
peabunutaumm n abunutaummn? (n = 20) Hetr — O
10 3aHumaeTechb v Bbl camocToATeNnbHO Oa— 1(5%)
c pe6eHKoM peabunutaunen? (n = 20) Het — 19 (95 %)
TonbKo 3a cyeT rocyaapctsa — 4 (20 %)
YcTaHOBKa npoTe3a npov3oLuna 3a cHeT TonbKO 3a CHET INYHbIX cpeacts — O
11 | rocygapcTBa uau Bawmx nM4HbIX cpeacts? B ocHOBHOM 3a cyeT rocygapcTBa + gonnaata U3 indHblx cpeacts — 16 (80 %)
(n=20) 3aHumanu geHbru Ha npoted — 5 (20 %)
OTKa3 B Bbinaare nocne nony4yeHns nporesa (owmbka B coctasneHnn UMPA) — 1 (5 %)
12 Mony4ynnu nu Bbl KOMNeHcaLmio pacxo4oB [a — 19 (95 %)
Ha npotes? (n = 20) Het — 1 (5 %)
13 CKONbKO BpeMeHu notpe6osanoch Ans céopa <2 mec — 20 (100 %)
NoKyMeHToB?7 (n = 20) =2wmec—0
_ 0,
14 | Bbino nv ato cnoxHo? (n = 20) fla —20(100%)
Hetr— O
OTKpPbITbI BONPOC
OTKyaa Bbl y3aHanu o BO3MOXKHOCTH M3 peknambl B UHTEpHETE MK Ha TenesuaeHmun — 12 (60 %)
15 N
npoteaupoBaHua? (n = 20) B coo6uiectBax maM B coluanbHbix cetax — 6 (30 %)
OT MeanumMHCKux cneymanuctoB — 2 (10 %)
3HaKoMbl 1 Bbl ¢ HPDMaTMBHOM 6a3ou, HeT — 20 (100 %)
16 | pernameHTupytoler Bawwu npaBa B OTHOLWEHWUN
OJa—0
npoTe3npoBaHus 1 peabunutauun? (n = 20)
OTKPbITbI BONPOC
OT Yero 1AM OT KOro 3aBUCUT BOBIEYEHHOCTb o
17 eGeHKa B NPOLLECC peabuamTaLmi? (n = 20) OT MeauLMHCKoro nepcoHana — 15 (75 %)
P pouecc p e (n = He cmornu otBeTUTb — 5 (25 %)
OTKpbITbIK BONPOC
Kak Bbl cunTaete, HyxHa nv Bawemy pebeHKy COMHEBAIOTCA B TOM, 4TO 3T0 HywHO — 13 (65 %)
18 | v geTaM ¢ NOXOXUMKU OCOBEHHOCTAMM 340POBbS o
eabunutaumoHHasa nomouwb? (n = 20) Peabunurauna He HywHa — 4 (20 %)
P ’ Peabunutauns HyxHa o6a3aTenbHO — 3 (15 %)
OTHOLLUEHUE POAUTEJIEA K CUCTEME PEABUJIUTALLIMOHHOM IMOMOLLH
YTo, c Ballen TOYKU 3peHns, MOXKET OTKpbITbIM BONPOC
19 | 3HA4YMTENbHO YNYYLWWUTb Ka4eCTBO M AOCTYMHOCTb He 6b1n1v roToBbl BHECTW NpeanoxeHns — 17 (85 %)
MeanUMHCKOM peabunutaumm? (n = 20) BHecnu nokanbHble npegnoxeHns — 3 (15 %)
. . Kputnyeckun BaxHa — 1 (5 %)
OueHUTe BaXKHOCTb NMOCTOSIHHOM JOMALUHEeN
20 a60Tbl G peberkom (n = 20) Bo3MoKHO BaxHa — 9 (45 %)
P P = HeBaxHa — 10 (50 %)
1 KT0, ¢ Bawen To4Kkn 3peHuns, AomKeH pabotaTb OTKpPbITbI BONPOC
B peabunutaumoHHom KomaHae? (n = 20) 3aTpyaHstotes otBeTnTb — 20 (100 %)
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OpuruHanbHas ctaTbf

BaHMM MaKCUMYyM elle O4HOro atarna, KpoMe Toro, rae OHu
nosiy4yanu nomollb, 6bI0 OCBEAOM/IEHO MEHEe MON0BUHbI
pecnoHaeHToB. po apyrve BapuaHTbl POAUTENN HE 3HAlOT,
N MHOpMaLmMa O TOM, YTO MpPU OKa3aHWW peabunuTalMoH-
HOM NOMOLM eCTb crneunanbHbii MapLpyT (pasHble 3Tanbl,
pasHble cneynanncTbl U pasHble BO3MOXHOCTH), Bbi3blBana
Y HUX YOMBEHHE.

HWKTO 13 feTen He nonyyvyan peabunntaLMoHHy0 NOMOLb
B Bo3pacTe 4o 3 feT. JIMlb y KaXKaoro natoro peabunmraumus
6blna HavaTa B Bo3pacte 3—6 fieT, 6os1ee YeM Y NONOBUHbI —
B 7-11 net, B 60nee no3aHem Bo3pacte (12-16 net) —
y 1 pebeHka. Ha momeHT onpoca nonoBuHa aeten (50%)
nosnyymMna nepsbii npoTtes. bonbwnHcTBO (70%) NOBTOPHO
NPOTE3UPOBAHHbLIX AETeW paHee MNonyyYann TOSIbKO Kocme-
TUYECKME MPOTE3bl, U JIMWb KaAblM TPETUA — aKTUBHbIE
npoTesbl.

MHAMBMAYyanbHYO NporpaMmmy peabunutauuun nonyynnu
Bce aetn. O4HaKO KOMMAEKCHOCTb M MHAMBWAYaNbHOCTb NOA-
X0[a K peabunutaumu Bbl3blBaeT COMHEHUS. TaK, poauTtenu
BCEX AeTen, nonyyasBlumx NpoTtesbl paHee (n = 10), coobum-
/I, YTO MM HE Pa3bACHANM, KaK MoMb30BaTbCA MPOTE30M
(«kaK MoNb30BaTbCs MPOTE30M, CKOJIbKO €ro HOCWUTb Ham
HWKTO He paccKasas», «<Mbl He 3HaNu, Kak Hay4uTb pebeHKa
noJib30BaTbCH NPoTe30M»). B utore Bce et Hocunu npotes
< 1 mec. HecmoTps Ha 3TO, CEMbM NPOXOAUIN MPOTE3UPO-
BaHMe MOBTOPHO, HafesACb, 4YTO «pebeHOK 6yaeT nocrapue
1 60/bllie 3auHTEPECYETCH MPOTE30M».

PeabunutaunoHHytlo mnomouwb OGONbLIWHCTBY [eTen
(n = 13) oKasblBan UCKIIOHYUTENBHO Bpay U/UNn MHCTPYKTOP
JI®K. B 2 cnyyasx B peabunutauum yHactBoBanv Meacectpa
no domaunonpoueasypam n maccaxucrt. [pu aTom Bce poauTe-
/I He OblI OCBELOMJIEHbI, KTO €lle MOr BXOAWTb B COCTaB
peabunnTauMoHHON KOMaHAbl. PoauTtenn 5 geten nosxe
B XOJe OTBETOB Ha Apyrve BOMPOChI COOGLWMUIN, YTO «BO3-
MOXHO elle Hy>KeH ncuxonor. Poautens 3-netHero pebeHka
COOO6LWMI, H4TO «Mbl O6ECMOKOEHbI TEM, YTO HE MOXEM 00b-
ACHUTb PEeOEHKy, 3a4eM €My HYXeH NpoTes, Mo4Yemy ero
pyKa He MoxoXka Ha pyKy Apyrux aeten. PebeHOK cenyac
3aJaeT MHOro BOMPOCOB, M Mbl HE 3HAeM, KaK Ha HUX OTBe-
TUTb M KaK Hay4uTb pebeHKa pearnpoBaTb Ha MOBbIWEHHOE
BHUMaHWE CO CTOPOHbI APYrux ntogen. Mbl 6bl 04EHb XOTENN
nooo6LLaTbCA C MCUXONOrOM, HO NMOKa He HaLUMW NoAXOAALLErO
cneuunanucrar.

Bce 15 yenoBek, AeTVM KOTOPbIX NpoOXoaunun peadunau-
Tauuo, Coo6LWMAM, YTO UM Npepnarany TONbKO CTaHAapT-
Hble BapuWaHTbl peabunutaumm, obLeyKpennstoumne ynpax-
HeHUa 6e3 aKLeHTa Ha BepxHUe KOHEYHOCTW, NMpecc Wau
CMMHY. 3aHATUA MNPOXOAMAWU WCKMNOYUTENBHO B rpynnax.
MHanBuayanbHbIX Lenen peabuavtaunn He COCTaBASNIOCH
M HEe 03BY4MBaNOCb HW ONA OAHOW CeMbMW. 3aHATUS B NpU-
BbIYHOW A/19 pebeHKa cpefe — AoMa UK B LKONe — TaKKe
HUKOr4a He NPoOBOAWMUCH.

CoBpeMeHHble TEXHONOMMU UCNoNb30BaNnCb B peabu-
JIUTauumn TONbKO OfHOro pebeHKa M3 Yucna NPOXOAMBLLKX
peabunutauuio («<B Hal caHaTOPUM 3aBE3/U HOBble rpsise-
Bble BaHHbI»). B ocTanbHbIX cnydasax poguTenn oTMETUIIU, YTO
«HUKaKMe TEXHONOMMK He MUCMNOSb30BainCh», «BCE TEXHOJO-
FMU TONbKO COBETCKOIO BPEMEH .

Kputepuin HenpepbIBHOCTM peabunuTauum TaKxkKe
He Obll peannu3oBaH B MOMHOM o6beme. TONbKO B OLHOWM
cembe paboTanuM € pebeHKOM B AOMallHMX YCNOBUSX

Ha NOCTOSIHHOM OCHOBE, OTMEeYas, YTO 3TO «<KPUTUYECKHM BarK-
HO». [1pK 3TOM NOIOBMHA MHTEPBbLIOMPOBAHHbIX HEAOOLIEHH-
BaeT Ba)KHOCTb TaKoW paboTbl (cM. Tabn. 2). OcTanbHble
(n = 9) NpPeanoNoXnan, YTO 3TO BaXKHO, HO NMPU3HaMU, 4YTO
He 3HaloT KaK OCyLecTBNATb Takylo paboty («HaBepHoe,
3TO BaXKHO. HO KaK 3aHMMaTbCs, Mbl HE 3HAaEM, HaM HWUKTO
He paccKasbliBan»).

TONbKO Kawablv NATbIV pe6eHOK Noy4man NpoTes noaHo-
CTblO 3a CYET rocyapcTBa, OCTalibHble CEMbM JOMNavymMBau
3a OKa3aHWe peabunnTauMoHHOM NOMOLWMU M3 COBCTBEHHbIX
CPEeACTB (CyMMa KOMMEHcaLMn pasfnmyaeTcs B pasHbIX peru-
OHax, Torga Kak CTOMMOCTb MPOTE30B OAMHAKOBa Ha BCeW
TEppUTOPMI CTpaHbl). Bce aetn nonyvyanu MHAMBUAYaANbHYIO
nporpammy peabunutaunun n abunutauun (UIMNPA), B KoTopyto
N5 NONyYeHMs NpoTe3a A0MKEH BbiTb BMUCAH NYHKT O HEOG-
XOAMMOCTK MpoTe3npoBaHus. MNpu 3TOM B XO[4e MHTEPBbIO
BCE POAMTENN COOOLLMAM, HYTO CPOK MPOXOXAEHUS BCeX
Bpayew M KOMUCCHUM 3aHMMan oT 2 Ao 6 Mec, cam npoLecc
OblN AOCTAaTOYHO cnoeH. Kaxabii 4eTBepTbli MHTEPBbLIOU-
pPOBaHHbIN co06LWMN, 4TO B MX UIMPA 6binn gonylieHbl owmn6-
KW, M BCEX CMeLMannucToB MNPULLIOCL MPOXOAMTb MOBTOP-
Ho. Kaxpgaa naTtas cembsi 3aHMMana [eHbrM Ha npoTes.
Poautenb ofHoro pe6eHKa coobLua, YTO nocne Toro, Kak
pebeHOoK Nosy4nn npotes, obHapy*Kunacb owmnbKa B COCTaB-
neHnn UMPA 1 B BbiniaTe UM OTKa3anu.

BonblwmrHcTBO poautenen (n = 18) y3Hann O BO3MOX-
HOCTM MONYYWUTb aKTUBHbIA MNPOTE3 HE OT MEAMULMHCKOro
nepcoHana, a U3 pexkiambl B MHTEPHETE UK Ha TeneBuae-
HUW UK B COOBLLLECTBAX Mam B COLMANbHbIX CETSAX, MO3TOMY
Ha KOMWCCHUK OHM yrKe TpeboBasv NoNyYeHUs UMEHHO aKTUB-
HOro npoTte3a, KOTOPbIM MONOXKEH MX pebeHKy. Oxugaemo,
YTO HM OAMH M3 OMPOLUEHHbIX poauTenen He Gbll 3HAKOM
C HOPMaTUBHbIMW AOKYMEHTaMW, OMUCbIBalOWMMKU NpaBa
Ha nofyyeHue peabUNIUTALMOHHOM MNomoWwM. Hu ogHOMy
M3 HWUX He OODBACHSNN, Kakue ObiBaloT BWbl NPOTE30B —
«[MPOCTO BNuUcbIBanu apTnkyn B UMPA».

HW3Kylo BOBNEYEHHOCTb CEMbM B MPOLECChl peabunuta-
LMW JEMOHCTPUPYET TO, YTO POAMUTENN HE MOHUMAIOT CBOEW
PONN Y OTBETCTBEHHOCTU B CO3[laHMU 3aMHTEPECOBAHHOCTH
pebeHKa B peabunuTaumm: 60/bLMHCTBO (N = 15) cyutanu,
4YTO 3a aKTUMBHOe BOBJeYeHWe pebeHKa OTBeYaeT TOsb-
KO MeAWLIMHCKWUIA NepcoHasn, ocTalibHble He CMOrn OTBe-
TUTb Ha 3TOT BOMpoc. HUKTO M3 poauTenen He yrnoMmsiHyn
0 COOGCTBEHHOM POV B AaHHOM npouecce (cMm. Tabn. 2).
Bonee Toro, 60nbWHNHCTBO poauTenen (n = 13) comHeBatoTCH
B HEOOXOAMMOCTHU peabunutaumm («<Mbl XKe U Tak camu BCeEMY
Hay4unIncb») UNM abCONOTHO YBEPEHbLI B TOM, 4YTO peabuniu-
Tauus He HyXHa («<MOM pebeHOoK e He yuepbHbIn»). ToNbKO
B 3 cnyyasx poauTenn OTMETWUAM, YTO peabunntaums HyxKHa
0693aTeNlbHO (TONIbKO 0AMH PeBEHOK NpK 3TOM MNony4van pea-
OUANTALMOHHYIO MOMOLLb).

Hn3Kasa BOBMEYEHHOCTb CEMbW B MPOLIECCHI peabunu-
TauMM KOCBEHHO MOATBEPXKAAETCH TeM, YTO GOJbLIMHCTBO
poautenen (n = 17) He 6bIIN FOTOBbI BHECTU KaKue-nnmbo
NPeasIoXeHnsa No ynyyleHno KayectTBa peabnnmntaLunoHHoOm
NMOMOLLM («Mbl COBCEM B 3TOM He pasbupaemcs», «Halemy
pebeHKy 0Cc060 M He HyXHa peabunutauus», «cpaBHUBATb
HaM He ¢ Yem»). /b Tpoe poauTenen BHECN SIOKaNlbHble
NpeaioXeHns, HanpaBfeHHble Ha YayylleHue [AOCTYMNHO-
CTU peabunuTaumm Mnv MHAMBMAYaANbHOCTM Noaxofa («xoTe-
nocb 6bl BEPHYTb B CAHATOPUKN yYUTENEW», «3AHATUS AOKHbI



Ta6nuua 3. OCHOBHbIEe NPO6AEMbI B 06/1aCT peabunutaLm AeTen, HyaalolMXca B NPOTE3MPOBAHWUM BEPXHEN KOHEYHOCTH B CBA3M

C BPOXAEHHbIM 3a60neBaHMeEM (N0 AaHHbIM UHTEPBbLIO poaUTENEN)

Table 3. Major challenges in rehabilitation of children in need of upper limb prosthetics due to congenital diseases (according to the data

of parents interview)

Mpo6nema 3aaBunu o npo6neme, aée. (%)

OTcyTCTBME peabunuralmm 5(25)

HapyweHve NpuHLKMNOB 3TanHOCTU, HENPEPbIBHOCTU, MPEEMCTBEHHOCTH: 15 (75)
* peabunuTaLud TOIbKO Ha OAHOM JTane 14 (70)
® OTCYTCTBME €EroHOM peabunuraLmm 14 (75)
e OTCyTCTBME Nepeaayun nHdopmalmMn 0 naunmeHTe Mexay atanamu 1(5)

HecBoeBpemeHHOe Havano peabunuTalMoHHON MOMOLLM 20 (100)
HecBoeBpeMeHHOe nonyyeHue npotesa 19 (100)
HapyweHve KoMNNeKCHOro noaxoaa peabunuraumu: 15 (75)
e OTCyTCTBME 06Y4YEeHMS MO UCNOSIb30BaHUIO NpoTe3a 10 (50)
® OTCYTCTBME MEXAUCLMUMIMHAPHOW peabunmTaLmoHHON KOMaHAabl 15 (75)
® OTCYTCTBME COBPEMEHHbIX TEXHOMOIMIA peabunuTtaLnm 15(75)
OTCyTCTBME MHAMBMAYANbHOIO Noaxoaa 15 (75)
e OTCYTCTBME UHAMBUAYa/bHbIX LieNen u 3agady peabunuraumm 15 (75)
e OTCYTCTBME 3aHATUI B cpeae 06bl4HOro GyHKLMOHWPOBaHUA pebeHKa 15 (75)
e OTCYTCTBWE 3aHATUI BHE rpynn 15 (75)
HapylweHue HenpepbiBHOCTU peabunuTtauunm 14 (70)
Hu3Kas 4oCTYyNMHOCTb peabunnTaLMOHHON MOMOLLMU: 20 (100)
® Heob6XxoAMMOCTb AonnaTtbl CO CTOPOHbI POAUTENEN ANs NONyYeHUs npoTesa 16 (80)
® C/IOXHOCTb MOy4YeHUs AOKYMEHTOB 20 (100)
* UHPoOpMaLMA O BOBMOXKHOCTM NPOTE3MPOBAHNS NONyYeHa He OT Bpaden 18 (90)
Hun3Kas BOBNEYEHHOCTb poauTeNen B peabununtaumio geten: 20 (100)
® poauTeNnu He 3HAKOMbI C NpaBamu peGeHKa B BONpocax NpoTe3npoBaHms 20 (100)
® poauTenu nepeknaabiBaloT OTBETCTBEHHOCTL 3@ BOB/IeYeHWe AeTen B peabunutaLmio Ha Bpaden 15(75)

OblTb Ha CBEXXEM BO3AyXe, a He B NMOMELLEHMHN, BECEbIE, KaK
B flarepe, BCe-TaKW AETAM HYXXEH APYron MOAXOA, HEXenu
B3POC/bIM», «BCE HaMpaB/ieHWUs B CaHaTOpMK M Ha Maccax
NPUXOANTCS BblGUBATb, HUKTO HE XO4ET MPOCTO TakK HUYero
fnaBaTb. [0OBOPSAT, YTO KBOT ceMYac HET»).

Taknm 06pa3oM, B Ka4eCTBE OCHOBHbIX Mpob6aem 6bin
BbIIB/IEHbl OTCYTCTBME peabuauTaLnn Kak TaKOBOW WM,
B C/ly4ae ee Haln4ums, MHOXeCTBO Npo6sieM ee opraHn3aLnm
WU HECOOTBETCTBUM Kputepuam addeKTUBHOCTU. OCHOBHbIE
npo6nembl B o61actTn peabunutauuun geTen, HyxaatoLlmxcs
B NPOTE3MPOBAHWM BEPXHEW KOHEYHOCTU B CBSI3WU C BPOXK-
[EHHbIM 3a60/1eBaHNEM, BbISIB/IEHHbIE B MHTEPBbLIO poauTe-
nen, NpuBeaeHbl B Tabn. 3.

B 1abn. 4 npuBeaeHbl LuTaThl U3 MHTEPBbLIO, NOATBEPK-
Jalolmne Hanmyme OCHOBHbIX NPOo6/eM B OKa3aHUK peabunu-
TaLMOHHOM NMOMOLLM.

OBCYXAEHUE

Pe3lome 0CHOBHOro pe3ynbraTta UCC/eJOBaHUS

lMpoBeneHHOE MHTEPBbLIO poaMTENEW AeTewn, Hyxaato-
LMXCA B NPOTE3MPOBAHMM BEPXHUX KOHEYHOCTEN, MOKa3a-
N0, YTO peabunuTaumus B peanbHOM NpakTnKe NnMbo He Npo-
BOAMTCHA, NMBO NPOBOAMTCA B OrpaHMYeHHOM oOOGbeMme.
BonblWMHCTBO poanTenen He BUAUT HEOOGXOAMMOCTHU B pea-
6unuTaunm, OTIM4aeTCs HU3KOW BOBIEYEHHOCTbIO U OTBET-
CTBEHHOCTbIO B BOMPOCax OKa3aHWs peabuivTalMOHHOM
NOMOLLY CBOUM AETSAM.

OrpaHu4eHus uccnefoBaHusa
He6onbuworn o6wem BbI6GOPKU. WHTEPBbIOMPOBAHUE
20 poauTenen He NO3BONSAET KOMNMYECTBEHHO OLEHUTb

pacnpocTpaHeHHOCTb U pa3Hoobpa3ue npobnem, CBS-
3aHHbIX C MOJlyYEHUEM peabuNUTaLMOHHOW MOMOLLM
B LIe/1eBON NONyAALUMM AeTEN, HYXAAoWMXCH B NpoTesu-
pPOBaHWM BEPXHUX KOHEYHOCTEW B CBA3M C BPOXKAEHHbLIM
3aboneBaHneM. K coxaneHuto, 10 HaCTOSLLErO0 BPEMEHMU
OTCYTCTBYET HauMoHanbHasa 6as3a [daHHbIX, coaeprKalias
nHPopmaLmio 060 BCeEX AETHAX, HYXAAIOLWMXCA B NpOTE3n-
poBaHWK, U 06 opraHn3aunsx, OKa3biBaloWMX NOAOOHbIE
ycnyru. CnoXHOCTb B CO3[aHUM 3HAYUTENbHOM MO 06beEMY
BbIGOPKM OTMEYEHa U B 3apyOeKHbIX CCNeoBaHUSAX Npo-
6nemM nNpoTe3MpoBaHuUsa U peabunutauum nocne npotesu-
poBaHuWA: B 60/bLIMHCTBO UCCEA0BaHUI BKIOYAIU MeHee
30 yyacTHmKoB [19].

OueHKa coCcTosIHMSA peabuimTaLyMoOHHOM NOMOLLYM Ha OCHO-
Be MHeHus pogutenen. Pogutenu He obnagatot npodbeccuo-
HaNbHbIMWU 3HaHWSMKW B 06/1aCTU OpraHM3auuMM OKasaHus
MEeANLMHCKON MOMOLM, UX OLIEHKM NO onpeaeseHnto cyob-
E€KTUBHbI U HE AO/MKHbI CYXWUTb €AUHCTBEHHBIM UCTOYHUKOM
MHbOpMaLmMM 0 KayecTBe U 3GOEKTUBHOCTU peabunuraum-
OHHOM NomMoun. TeM HE MEHee UMEHHO CeMbsS U pebeHOoK
ABNAoTCA dUHaNbHLIM NonyYaTenem yciyr Kak nportesupo-
BaHWS, TaK M peabunuTaumu, a UX aKTMUBHOE BOBJeYeHWe
B peabunuTaLMOHHbIM NPOLIECC MPU3HAHO OAHUM U3 BaXK-
HeWLWmMX yCNOBUI YCNELWHOro BOCCTAHOBIEHUS HAPYLIEHHbIX
dyHKUMA. COOTBETCTBEHHO, X BUAEHWE NPOBGIEMHbIX CTOPOH
W OLEHKa CNOXMBLIEWCS CUTyaLMK BaXHbl ANs pa3paboTKu
MEPOMNPUATUI MO COBEPLLUEHCTBOBAHMIO peabunntauumn — mx
He ygacTcs peanu3doBaTb 6e€3 aKTMBHOMO y4acTus CEMbM.
OTcyTcTBME creuunanbHbiX 3HaHUM Y poauTenen 6b10 oqHOM
M3 NPeAnochbIoK Bbi6opa MHTEPBbLIOMPOBAHUS, @ HE aHKe-
TUPOBaHWSA Kak meToga cbopa uHbopmaumu. CoagepxaHune
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Ta6auua 4. LinTtaTbl U3 MHTEPBLIO, NOATBEPXKAAIOLLME Hannyme Npobaem B OKasaHUn peabunmuTaLlMoOHHON NOMOLLK
Table 4. Quotations from the interview which demonstrate the problems of rehabilitation treatment

Mpo6nema LiuTtaTta U3 UHTEpPBbIO
«B caHaTopuu 6binKn Napy pas 3a 8 neT. He noHpaBUNoCchk Ham 0c060. A B MOMKITUHUKY XOAWU, YTOGbI
HapyweHnune HanpaBneHve Tyaa B3sTb, 60/blUe HAM TaM He MOMOratoT».
NPUHLMNOB «B NOAMKNMHUKE NPOWN KypCc Maccaxa B 6 mecsiLes, NOTOM TO /I KBOTbl 3aKOHYM/TUCh, TO /M cneuuanunct
3TanHoCTH, ywen — B obLem, ocTanucb 6e3 Maccaxar.
HenpepbIBHOCTH, «Mbl 6bIIM Ha peabunuTaunm B caHaTOPUK U B NMOSIMKIIMHUKE. B nonnknMHmKe xoamnu Ha JI®K. Tak cTpaHHo:
npeemMcTBEHHOCTH B MOSIMKIIMHUKE W HE 3HaNW, 4TO Mbl B cCaHaTOPWK GbIIK, YAMBUAUCE. A B CaHaTOpUK cnpaliMBanu, 3aHUMaemcs
I Mbl B NONUKIIMHUKE U YeM. HeCTHO roBops, Mbl Aymasnu, Bpayu o6LaloTcs Mexay co6om»
«Mbl KaK poAMANCH, XOTENIM Maccaku AenaTb, HO CaMK He YMeeM, a crneumnanncTa He Haln».
HecBoeBpeMeHHas «[1poTe3 aKTUBHbIN CTaBU/IM NEPBLIN pa3 K LKOMe — HaM Tak Bpay NoCOBETOBAS».
peabunutauus «C 1 roga Ham aaBanv KOCMETUYECKMe NpoTedbl. [loyKka ux 6osnack U He Hocuna, roBopuAa, 4To 3To pyKa
MEepPTBOM TETU»
«KaK nonb3oBaTbCs MPOTE30M, CKOIbKO €r0 HOCUTb — HaM HWKTO He paccKasa».
OTeyTeTBme «Mbl He 3Hanu, KaK Hay4uTb pebeHKa Nonb30BaTbCs NPOTE30M».
KOMMNEKCHOMO «Mbl 06€CMNOKOEHbI TEM, YTO HE li/lO)KeM 06'bﬂCI:IMTb pebeHKy, 3a4eM eMy HYXKeH NpoTe3, Mo4YeMy ero pyka
noaxona He MoxoXKa Ha pyKy Apyrux aeten. Pe6eHoK ceiyac 3agaeT MHOro BONPOCOB, U Mbl HE 3HaeMv, KaK Ha HUX OTBETUTb
M KaK Hay4uTb pebeHKa pearnpoBaTb Ha NOBbILLEHHOE BHUMaHWE CO CTOPOHbI APYrux ntoaen. Mbl 6bl O4eHb
XOTENN NOOOBLLATLCSA C NCUXOIOrOM, HO NOKa He HalIKU NOAXOAALLEro cneLmanmcTar.
«Llenu [peabunutaumu] Mbl CTaBUIM CaMu, BPayiu C HaMuK 3TO HUKOIAa He 06cyxaanu».
«X0AMNM HECKONBbKO pa3 K Bpayvy JIOK B nonnKInHuMKe, pebeHKa cCMOoTpenu, NOTOM NPUXOAUAW Ha rpynmnoBble
3aHATUS 1 pa3 B Hegento».
puwnu K Bpady JIOK, oH aan Ham roToByto pacneyaTky ¢ ynpaKHeHUsIMWU. Mbl JoMa He MOHANU, KaK UX HYXKHO
OTcyTcTBME BbINONHATb, XOTE/IM CNPOCUTDL €eLLle pas, HO Bpay ylen B OTMYCK, U Mbl Tak €ro U He 3acTanu».
WHAUBWUIYaNIbHOIO «B caHaTOpuit Hac HanpasnseT cny>k6a coLunanbHON 3alWmnTbl. Tam Mbl 3aHMMaemcs JIOK u npoxognum
noaxoga dusnonpoueaypbl. E3aum 06bl4HO Ha 21 feHb. PaHblue B caHaTopuu paboTanu npenojasaTtenu, v CbiH
He oTCTaBas OT LWKOJIbHOW NporpamMMsbl. Tenepb y4uTenen Het, Mo3Tomy, HaBepHo, 60/blue e3auTb He ByaeM.
3anatusa JIOK tam npoxoannu B rpynne no 10 4enoBek, 3aHMMaN1Cb B OLHOW rpynne Noan pasHbix BO3PacToB
1 C pa3HbiMK 3ab6oneBaHUAMU. B npownbiv pas feTten He 6b110, B OCHOBHOM 6abyLUKK U AeflyLIKK C apTpUTamu.
Mocne NN®K cbiH nexan B cneunanbHbIX BaHHaX ¢ ra3upoBaHHON BOAOM»
«Mony4yeHne UMPA, Heo6xoaMMOW ANS BbiNaaTbl KOMNEHCAaL MKW, PACTaHY0Chb».
«Bpanv fieHbrn B3anMbl y 3HAKOMbIX».
Hu3Kkas gocTynHOCTb «[Tpocunu 3arm B GaHKe».
peabunutaunm «[lony4yanu 3anm ot 61aroTBOPUTENLHON OpraHnu3aLum».
«[1poLwno yxe 2 Hefenu [Mocne KOMUCCHK], M BCE JOKYMEHTbI YXKe YLWIU HaBepX. [03TOMy Mbl HE MOSTy4MIun
KOMMEHCcaLMM OT rocyapcTBa U He 3HaeM, Kak BEPHYTb OJJO/IXKEHHYIO CYMMY»
«Mbl He MOHMMaeM, 3a4eM HaM peabunutaumsa. Mo pe6eHOK 1 TaK cam BCEMY Hay4ucs».
OTCyTCTBME aKTUBHOIO . N
BoBNEUEHMS! «MoW pebGeHOK ¥e He ylepOHbIn. Y Hero HeT napanuya unun aytuama, 3a4em 3aHAaTma ?»
NaLMEHTOB «Pa3Be ?eaﬁmnmaumn — 3TO Ba)XHO?»
«[lepBbIv pa3 cblWKWM 0 BOBNEYEHHOCTU pebeHKa: Kyaa U BO YTO BOB/IEKaTb-TO HaA0?»
B peabunutaumio
«A 4TO, NPSMO €CTb 3aKOHbI NPO 3TO BCE?»

HEKOTOPbIX BOMPOCOB MO0 HEOAHO3HAYHO BOCMPUHUMATb-
CSl MW Jaxe He NOoHMMAaTbCs pecnoHaeHTamu. Hanpumep,
«KaKMe COBpPEMEHHbIE peabuInTaLMOHHbIE TEXHOMOMUK
6blnM Mcnonb3oBaHbl»? OTBET Ha AaHHbIM BOMPOC cneayet
MHTEPNPETMPOBATL C OCTOPOXKHOCTbIO. Kpome Toro, psa
BOMPOCOB TpeboBaa NOSCHEHUN CO CTOPOHbI MHTEPBbIOEPA
(Hanpumep, MHOMMM pPoaUTENSIM He BbIN0 NOHATHO, YTO BKIIO-
YEHO B MOHATUE «peabunuTauns», U OHU NPOCUIU OOBACHUTL
MCMOJIb3yEMbI TEPMUH).

OKcTpanonsauns pesynbTatoB Uccae[oBaHus. U3BECTHO,
4YTO B UCCeAOBaHME BKIIOYEHbI POAUTENN, KOTOPbIE CMOIIN
y3HaTb O BO3MOXHOCTM YCTAHOBKM npoTe3a B I MoCKBe
W npuexaTtb Ha NpoTe3npoBaHne. MOXHO NPeanoNoXuTb, 4TO
[leTU MeHee aKTUBHbIX poauTenewn, U3 Hanbonee oThaneHHbIX
PEernoHoB, ManoobecneyeHHbIX CEMEN, a TaKkKe 4eTu, OCTaB-
lwnecs 6e3 nomneyeHUs poauTenen, U AeTU COCTOATENbHbIX
poavTenen, UMeBLUMX COOTBETCTBYOWMNE GUHAHCOBbIE BO3-
MOXHOCTU (IUYHblE, CPeACcTBa HEKOMMEPYECKMX OpraHu-
3auumn) ang NpoTe3npoBaHUsa U peabunuTaumn B HaCTHbIX
n/vUnu 3apybexHbIX KIMHUKaX, He nonanu B BbIGOPKY Uccne-
[OBaHMS, @ 3HAYUT, UX OMbIT peabunutaunm He 6bl y4TEH.

UHTepnpeTaumsa pe3ynbTaTtoB UcCCnefoBaHUSA

[MpoTe3npoBaHMe BEPXHUX KOHEYHOCTEM — CIIOXKHas
0651acTb 3HaHMM, HaxoAsWascss Ha CTblKE TEXHUYECKOro
M MeaMuMHCKOro nporpecca. B nocnegHee pecatunetve
B 3TOW 06nacTM MNPOU3OLWIN 3HaYUTENbHblE W3MEHEHMUS,
NOSIBUIOCb MHOXECTBO MHHOBALMOHHbBIX pelleHun. TecHoe
COTPYAHMYECTBO MEAMLIMHCKOrO NepcoHana ¢ UHXeHepamu,
KOHCTPYKTOpaMu, TEXHO/IOraMu 1 npoTteanctamu Tpebyetcs
He TOMIbKO Ha 3Tane pa3paboTKM NpoTesa, HO M NpW Noaro-
TOBKe pebGeHKa K NpoTe3npoBaHUIO U agantaumm K npotesy
yXKe nocne ero yCTaHOBKMU.

PoccuincKknit crnpaBoOYHUK MO MeEAMKO-COLManbHOM 3KC-
neptuse nuy Ao 18 net, Ha nepBbi B3ris4, NoAPo6HO
OonucbIBaeT BPOXKAEHHbIE COCTOSIHUS U 3a60NeBaHUs BEPX-
HUX KOHEYHOCTEN, MPU KOTOPbIX HEOOBXOAMMO NPOTE3MPOBA-
HWe, AeTanu3upyeT KIMHUYECKME MPU3HAKKU, HeobXxoanMmble
obcneaoBaHusa ANs NPOXOXAEHUS 3KCMEepPTU3bl, KpUTEPUU
MHBaNMAHOCTU, @ TaKXKe peKoMeHdauuu no peabunutauuu
[11]. Ocobbii MHTepec npeacTaBnseT 06beM pPeKoMeHo-
BaHHON peabunnTauMOHHOM MOMOLIU: BCEM [ETAM, KOTO-
pbiM MOKa3aHO NpoTe3MpOBaHWE, MOKasaHa W MeauLMH-



CKas peabunuTtaumsa. B Komnnekc MeponpuaTrin no npoduio
MeAMLMHCKON peabunutalmm B COOTBETCTBMMU C JOKYMEHTOM
BXOAMT:

1) BOCCTaHOBMWTENbHAsA Tepanus (C NepBOro rofa W3HH
[10 OKOH4YaHuWA pocTa pebeHKa) 2—3 pasa B roj (B 3aBu-
CUMOCTH OT 3aboneBaHus): Ans Bcex naLMeHToB — mac-
CaX (KaKk npaBuO, C aKLLEHTOM Ha HEAOPa3BUTYIO KOHEY-
HOCTb); CaHaTOPHO-KYPOPTHOE NeveHune (NoKa3aHo AeTaM
KaK 3Tan BOCCTAHOBMTENIbHOIO SleYeHus ); neyebHas dus-
KynbTypa; Npu HeobxoauMmMocTn — Guanonpoueaypbl,
PEKOHCTPYKTUBHASA XMPYPrus, noroneamMyeckas nomollb;

2) couuanbHaa peabunutauus (MoKasaHa BCEM AETAM):
coumManbHO-cpefoBas peabunutaunsg — obyyeHune nosib-
30BaHUs GbITOBbIMKM MpMGOpPaMK, KOMMbIOTEPOM W ap.
C NPUMEHEHUEM TEXHUYECKMX CPEACTB peabunuTaLuu;
couuanbHo-6bIToBas agantaumsa — obyyeHue coumanb-
HO-6bITOBbIM HaBblKaM C UCMO/Ib3OBAHUEM TEXHUYECKUX
CpeacTB peabunutalmm, 06yCTPOMCTBO XKMU/bsi B COOTBET-
CTBUM C UMEIOLWNMUCS OFPaAHUYEHNAMU HU3HEaAeaTENb-
HOCTK (yCTaHOBKa YAOGHbIX PyYEK Ha ABEPU, PblYarKHbIX
KPaHOB MW KpaHOB ¢ PpOTO3NEMEHTaMM U ap.); Apyrve
MEepOonpuaTHUS, OPUEHTUPOBAHHbLIE Ha WMHAMBUAYaNbHYIO
NnoTPebHOCTb pPeBEHKa;

3) AnHamuyeckoe HabnogeHne Bpaya TpaBMaTonora-opTo-
nega AeTCKOM NOMUKIMHUKK 1 pa3 B 6—12 MecC 0 OKOH-
YaHus pocTa.

Bo3pacT nepBoro npoTe3anpoBaHUs B COOTBETCTBUMU

C [OOKYMEHTOM 3aBMCUT OT KOHKPETHOW NaTonoruu, HO

B NI0G0OM C/lydyae He [JOMIKEeH MpeBblwaTtb OAHOro roja.

To4yHOe BpeMsi Havyana peabunuTaumm yKkasaHo TOAbKO ANS

ofgHow natonoruu (Q71.5 lMpoaosnbHOE YKOPOYEHME JIOKTe-

BOW KOCTW, BPOX/AEHHasa NOKTEBAs KOCOPYKOCTb) — C nep-

BOW HeAenu Wan NepBbiX MECAUEB KUM3HW. OpraHu3auuu

W CTPYKTYpPbI, OTBEYaIOLLME 3a peanu3anmio BOCCTaHOBUTE N b-

HOTrO fleYeHunst, B JOKYMEHTE He AeTann3npoBaHbl.
AHannaunpys OTBETbl U AMOLIMOHANbHbIE peaKkLMn poau-

Tenen AeTen, KoTopbiM NOKa3aHo NPOTE3NPOBAHUE BEPXHUX

KOHEYHOCTEN, MOXHO BbISBUTb Psii 3HAYMMbIX MPOGNeEM,

CYLLECTBYIOLWMX MPU OKa3aHUW peabunuTaLMOHHON MOMO-

WM OaHHOW KaTeropuu nauueHtoB. Cpean HUMX — MNo3gHee

Havyano peabuUnUTaLMOHHbIX MEPOMPUATUIA, OTCYTCTBME KOM-

MMIEKCHOr0 U MEeXAUCLMMNAMHAPHOIro noAxoja K peabunu-

Tauuu, HapylleHue MNPUHLMNOB 3TanHOCTU, NPEEeMCTBEH-

HOCTM M HEMPEpPbLIBHOCTM B OKa3aHWW MOMOLLM, a TaKkKe

MHOMBMIyanbHOro noxopa. Kpyr cneuuwanuctoB, pa6oTa-

IOWKNX C pebGeHKoM, KpalHe orpaHu4deH. OCOBEeHHO 4acTo

poauTenn oTMedanu OoTcyTcTBMe ncuxonora. Kpome Toro,

B a6CONOTHOM GONbLWMHCTBE CyYaeB CEMbU HE NOHUMAIOT

Ba)KHOCTb «JOMallHen» paboTbl ¢ PeO6EHKOM U HEe NMOoHWMa-

tOT, YTO HY)KHO [efnaTb BHE CTEH MPOTE3HOro MpeanpuUsaTHs.

MHbopMaLmMKM 0 TOM, KaK MCMNONb30BaTb NPOTE3, M Kakue

peabunntaLMoHHbIE MEPONPUATUS rapaHTUPOBaHbI Ha 3aKo-

HOAAaTe/IbHOM YPOBHe, y cemen daKTU4eckn Het. lpouecc

noNy4yeHus WHAMBMAYaNbHOW Nporpammbl peabuauTauuu

OT/INYAETCA M3NULLIHEN GIOPOKpaTU3aLMnen, a 0CBEeAOMSIEH-

HOCTb MEAMLMHCKMUX CMeuuannucTtoB O COBPEMEHHbLIX BO3-

MOHOCTSX NPOTE3UPOBaHUA AOCTaTO4HO HU3Kas [20]. Ewe

OAHUM 3Ha4yMMbiM (GaAKTOPOM SABMAAETCS OTCYTCTBME MOHU-

MaHus poauTENsIMM 3HAYUMOCTU peabunnUTaLMOHHbIX MEepo-

NPUATUI, @ TaKKe OTCYTCTBME MHULIMATUBBI U NMPEANOKEHUN

No MoBblWEHNIOD 3ODEKTUBHOCTM CYyLLECTBYIOWEN CUCTEMBI

OKa3zaHus peabunntaumMoHHOW NMOMOLLM AETSM C BPOXKAEH-
HbIMW 3a60M1EBaHUAMN BEPXHUX KOHEYHOCTEN, HYXKAAIOLMX-
csl B MPOTE3MPOBAHUM.

lNpoBefaeHHas Hamu paboTa aBnseTca NepBon B 061acTu
OLIEHKM YPOBHSA peabuauTauMOHHOWM MOMOLLM MpW npoTe-
3MPOBaHUN BEPXHUX KOHe4yHocTel. OaHaKo ee pesynbratbl
COBMajaloT B LLE/IOM € pe3ynbTataMu UccnegoBaHuin, He CBS-
3aHHbIX C NPOTE3MPOBAHMEM, HO MOCBSALLEHHbIX peabunuta-
UMW OeTel ¢ BPOXKAEHHbIMKW 3a60n1eBaHUAMMU OMOPHO-ABM-
ratenbHOro annapata [21]. B 3Tux mMccnefoBaHUsAX TaKxe
OTMEeY€eH HeAoCTaTOUHbIW YPOBEHb 3HAHWUM Y HAaBbIKOB POau-
Tenen, HU3Kas UX KOMMNIAEHTHOCTb. BbisiBNeHHble Npo6iembl
OblIM OTHACTU 06YCNOBMEHbI HELOCTAaTKaMM B OpraHn3aumm
B3aMMOAENCTBUSA KOPPEKLMOHHBIX CheLnanM3npoBaHHbIX
yYpexaeHUn ¢ ceMber pebeHKa, YTO NMPUBENO K CHUMKEHMIO
3dPEKTUBHOCTb peabunnTaLMOHHOro npoLiecca.

3AKJ/IIOMEHME

PeaynbTaTbl MHTEPBbLIO MOKa3anW, 4TO AETU, HyXKAaato-
mecs B NpOTE3NPOBAHUN BEPXHMUX KOHEYHOCTEW, HE MPO-
X0AaT peabunuTaumito Heob6XxoaAMMO KayecTBa, HanpaB/ieH-
HYl0 Ha BOCCTaHOBJ/IEHWE (YHKLIMOHANbHbBIX CMOCOOHOCTEN
pebeHKa. MNpu aTOM Kaxabli NATbIN Pe6EHOK, HyXAaBLIUNCS
B TaKOW NomoLM, He nosy4yan ee Bosce. B ynucne Hanbonee
CYLLLECTBEHHbIX HEeJOCTaTKOB CYLLECTBYIOLWEN CUCTEMbI pea-
GUIUTALMOHHBIX MEPONPUATUI cnefLyeT OTMETUTb UX NO3AHEee
Hayano, OTCYTCTBME KOMIJIEKCHOr0, MEXAUCLMMINHAPHOIO
U MHAMBUAYaNbHOro NoaxoAa K peabunutauuun, HapylweHue
NMPUHLMNOB 3TanHOCTW, NPEEMCTBEHHOCTU M HEMPEPbLIBHO-
CTM B OKa3aHuu peabunutaumoHHow nomouwmn. Ob6paliaer
Ha cebs BHMMaHME HU3Kas OCBEAOMJIEHHOCTb poauTENEMn
B BOMpocax peabuiuvTaumMmM M MX He3auHTepecoBaHHOCTb
B pecopMMpPOBaHMNM CUCTEMbI OKA3aHUs peabunnTaLMoHHON
noMoLWwn aetamM ¢ 3abosieBaHUAMU BEPXHUX KOHEYHOCTEWN,
HY>X[AIOLMXCH B MPOTE3MPOBAHUMN.
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0O6ocHoBaHHe. [lalueHTbl C I0BEHUIbHBIM UANONaTM4ecknum aptputom (FOMA) MOryT UMeTb HU3KME 3alyuUTHbIE YPOBHMU
aHTUTeNl K aHTUreHam BaKUMH M3-3a MMMYHOJIOTMYECKUX OCOBGEHHOCTel 3abosieBaHus, HapyLIeHHOro rpauxka BaKkuUu-
Hauymm U npuMeHeHuss UMMyHogenpeccaHToB. Llenb nccnegoBaHnsi — U3y4nUTb COCTOSIHME [MOCTBaKUMHA/IbHOrO UMMY-
HUTETa U ONpeaennTb ¢paKTopbl, aCCOLMNPOBAHHbIE C COXPaHEHUEM 3alyUTHOIO YPOBHS aHTUTEs, y naumeHToB ¢ HOUA.
MeTtoabl. B 04HOMOMEHTHOE UccaefoBaHMe BKIOYa M naumeHToB ¢ KOMA B Bo3spacte ot 2 0 17 neT, BaKUMHMPOBaHHbIX
B BO3pacTe [0 2 NeT XKU3HU (4o pa3sutusi KOMA) NpoTMB KopH, KpacHyxu, napotuta, renatuta B n gugtepuun. YpoBHu IgG
K BaKLMHHbIM @aHTUreHam Ornpeaensiiv MeTogoM UMMYHOYEPMEHTHOro aHaan3a. MuHUMaabHbIM 3alUTHbIM YPOBHEM AJ151
npotuBokopeBbiX I8G cuntanm 3HavyeHns 0,18 ME/mn, ans aHTUTeN K BUpYycy KpacHyxu — 10 ME/mn, Ans anuaeMumyeckoro
napotnta — KoapouLmeHT no3utmBHoctn > 1,0, ans renatuta B — 10 mME/mA, ans npoTMBOANPTEPHINHbBIX aHTUTE —
0,09 ME/mn. Pesynbtatbl. B nccnegoarne sraoyuan 90 nauyneHtTos ¢ OUA (71% neBo4ku) B Bo3pacTte (megnaHa) 11,3
(7,5; 14,9) roga. Bospact gebiora OUA coctasun 6,0 (4,0; 8,0) net, npoaomxkuTenbHocTb 3aboneaHus — 4,0 (2,0; 7,3)
roga. [M0KOKOPTUKOCTEPOUAbI B NPOLLIOM MU HA MOMEHT BKJIIOYEHUSI B UCcae[0BaHUe nonydann 24/88 (27%) naumeHTos,
meToTpekcaT — 81/88 (92%), reHHO-MHXeHepHble Guosiornyeckne npenapatsl — 54/89 (61%). 3alynUTHbIN yPOBEHb aHTH-
TeJ1 IPOTMB BUpYca KOpU Bbis BbisiBIEH y 45 (50%) aeteri ¢ OMA, npotuB Bupyca KpacHyxu — y 88 (98%), annaemMmyeckoro
napotuta —y 68 (76%), renatnta B — y 49 (54%), K auptepunHomy aHaToKCnHy — y 45 (50%). Co CHMKeHMEeM Hanpsi)KeH-
HOCTU NOCTBaKUMHAIbHOro MMMYHUTETa accoLMmMpoBaInCh NMPOJOIKNTENIbLHOCTL KOUA 1 Tepanus rmioKOKOPTUKOCTEpOMaamMm
(npotuB AnTEPUM), @ TaKKe HEMOJIHbIA KOMIMJIEKC NPUBUBOK (MPOTUB KopH). 3aKkI4eHne. 3Ha4yuTesibHasi YacTb AeTen
¢ fOMA He 3alymiyeHa OT KOpH, 3NUAEMUYECKOro napoTuta, renatuta B unm gugtepumn. BbiCOKMI pUCK pa3BUTUS yripaBse-
MbIX MHOEKUMI y TaKUX AeTei TpebyeT pa3paboTKM NporpaMm UHANBUAYaIbHON BaKUMHOMPODUIaKTUKM.

KnioueBblie cnoBa: geTH, I0BEHU/IbHbINA MANMONATUHECKUIM apTPUT, BaKLUMHOMPOQUIaKTMKa, TUTP aHTUTEJ, KOPb, KpacHyxa,
napoTuT, renatut B, andtepusi, aKTopbl pUCKa.

(Ansa ymTnpoBaHuns: Jliobumosa H. A., Ppuaman W.B., Tonesa 0.B., CopokuHa J1.C., Paynos P.K., Mapucosa P.B., Xaput C.M.,
KocTnk M. M. CoxpaHHOCTb MOCTBAKLMHANbHOIO MMMYHUTETA MPOTUB KOPW, KPaCHYXW, 3aNUAEMUYECKOro napoTvTa, rena-
TMTa B 1 andTepun y NnaumMeHToB C IOBEHWIbHLIM MAMOMNATUHECKUM apTPUTOM, NIAaHOBO MMMYHW3UPOBAHHbLIX B BO3pacTe
[0 2 neT: npeaBapuTenbHble pes3yfibTaTbl OAHOMOMEHTHOIO MccnenoBaHus. Bonpocsl coBpemeHHon neanatpuun. 2019;
18 (6): 435-441. doi: 10.15690/vsp.v18i6.2063)




OpuruHanbHas ctaTbs

OBOCHOBAHME

OBeHWNbHbIM nanonaTudecknin aptput (HOMA) aBng-
€TCqd OHMM U3 caMblX YacTblXx peBMaTU4ecKkux 3abone-
BaHWW [ETCKOro Bo3pacTa C pacnpoCTpaHEeHHOCTbIO Mpu-
MepHO 1 Ha 1000 petckoro Hacenenus [1]. Anga Tepanuu
FOMA wucnonb3yloTca npenapaTbl, NOAaBAAOWME aKTUB-
HOCTb UMMYHHOW CUCTEMbI, — METOTPEKCAT, LUMKIOCMOPUH A,
CUCTEMHbIE JIIOKOKOPTUKOCTEPOUbI, TE€HHO-UHXKEHEPHbIE
6uonoruyeckne npenapatol (TMBIM) [2]. Mo 3TOM NpuyKHe,
a TaKXXe BCNeACTBUE HapylweHUn GyHKLUMM UMMYHHOKW CcUCTe-
Mbl, CBA3aHHbIX C NaTOreHe30M caMoro 3aboneBaHusg, nauu-
eHTbl ¢ FOMA 9BASI0TCS BbICOKOBOCTNPUUMYUBLIMU K BO3OY-
anTensam MHQEKLMOHHbIX 3aboneBaHum [3—-5].

NHTEepKyppeHTHble MHOEKLMN CNOCOOGHbLI Bbi3biBaTb
o6ocTpeHuns FOUA n TpebytoT OTMEHbI MPOBOAUMOM UMMYHO-
CyNpeccuMBHOM Tepanuu, YTO HEraTUBHO BJIMAET Ha LOCTU-
KeHWe v NofaepraHue crtatyca HEaKTUBHOIO COCTOAHUS
6one3Hu [6]. MaymeHTbl, nonyyalolmne MMMYHONOAABAS-
lowme npenapatbl, OoTaMYaloTCA 6osiee TAXKENbIM Teye-
HUeM WHOeKuMn, HeoBX0AMMOCTbIO MPOSOHITMPOBaAHHOWM
aHTHGaKTepuanbHOW Tepanuu, NPUMEHEHUA aHTUOUOTUKOB
«pesepBa» U BHYTPUBEHHOIrO WMMYyHoOrnobynuHa [3-5].
Mpu BUPYCHbIX MHOEKUMAX, TaKUX KaK 3NnAeMUYECKUM
napoTuT U KOpb, cneunduyecKon Tepannun He CyLecTBYET,
a Hannyme GOHOBOro MMMYHOCYNPECCUBHOIO COCTOAHMSA
NPUBOAMUT K YBENIMHEHUIO PUCKA OC/IOXHEHWW W neTasb-

HOro Mcxoda y AeTer C MMMyHOMNaToNorMyecKMMu 3abo-
neBaHusamu [7].

Haunbonee adpdeKTMBHBIM CNOCO6GOM MNpeaynpeanTb pas-
BUTHE ynpaBnsieMblx MHeKLMIM ¥ naumeHToB ¢ FOUNA aBnsetcs
BaKuUMHauus [8]. OgHaKo Takue nauueHTbl MOryT UMETb HEMoJI-
HOLEHHbIN UMMYHHbIV OTBET Ha BaKUMHALMIO, B TOM YKUcC/e Mo
MPUYMHE HWU3KOrOo MO CPaBHEHMIO CO 3A40POBbLIMU CBEPCTHM-
KaMW TUTpa aHTUTEeN WMAW UX BbICTPOM yTpaTbl Ha GOHe Mpo-
Boavmown Tepanuu [9]. MpubnuautensHo y 40% ageten ¢ tOUA
[e6loT 3ab601eBaHMs NPUXOAUTCS Ha BTOPOW rof *U3HM [2]. Kak
pesynbTaT, Y TakMx NauMeHTOB NepBUYHas BaKUMHALMS 4acTo
He NPOBOAMTCS, @ OT peBaKLMHaLIMK OTKa3bIBalOTCA HE TObKO
poauTenu, Ho n Habngawume pebeHka pesmarosnoru [2].

Llenb uccnepoBaHuss — W3y4nTb COCTOSIHWME MOCTBaK-
LUMHaNbHOro MMMYHUTETa W onpeaennTb GaKTopbl, accoLm-
MPOBaHHbIE C COXpPaHEHWEM 3alUUTHOIO YPOBHS aHTWTen,
y nauueHTtoB ¢ FOMA.

METOAbI
Aun3aiiH uccnegoBaHusa
MpoBeaeHoO 0AHOMOMEHTHOE UCCneaoBaHue.

YcnoBus npoBeaeHus

Bbi6OpKy MccnegoBaHus GopmupoBanu B neguaTpuye-
ckom otaenerHnn N2 3 ®IB0Y BO «CM6IrMMY» (CaHKT-MeTep-
6ypr) B Te4yeHue aHBapsa-uong 2018 r.

Natalia A. Lybimova?l, Irina V. Fridman2, Olga V. Goleva?, Lubov S. Sorokinal 3, Rinat K. Raupov?, Rena V. Idrisova?,

Susanna M. Kharit? 4, Mikhail M. Kostik®: 4
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Preservation of Postvaccinal Immunity to Measles,
Rubella, Parotitis, Hepatitis B and Diphtheria in Patients
With Juvenile Idiopathic Arthritis Who Undergone Planned
Immunization Under the Age of Two: Preliminary Results

of Cross-Sectional Study

Background. Patients with juvenile idiopathic arthritis (JIA) can have low levels of antibodies to vaccine antigens due to immunologic
features of the main disease, disruptions in vaccination schedule and immunosuppressive drugs administration. Objective. The aim
of the study was to examine the status of postvaccinal immunity and determine the factors associated with preservation of protective
level of antibodies in patients with JIA. Methods. This cross-sectional study included patients with JIA at the age from 2 to 17 years
old vaccinated under the age of two (before JIA) against measles, rubella, parotitis, hepatitis B and diphtheria. Levels of IgG to vaccine
antigens were measured by enzyme immunoassay. The minimum protective level of anti-measles IgG was esteemed as 0.18 IU/ml,
antibodies to rubella — 10 IU/ml, for parotitis — COI > 1.0, for hepatitis B — 10 mIU/ml, antibodies to diphtheria — 0.09 IU/ml.
Results. The study included 90 patients with JIA (71% of girls) at the age (median) 11.3 (7.5; 14.9) years. The age of JIA manifestation
was 6.0 (4.0; 8.0) years, disease duration — 4.0 (2.0; 7.3) years. Glucocorticosteroids administration in anamnesis or at study entry
was recorded in 24/88 (27%) patients, methotrexate — 81/88 (92%), genetically engineered biologic drugs — 54/89 (61%). Protective
level of antibodies to measles virus was revealed in 45 (50%) children with JIA, to rubella virus — in 88 (98%), to parotitis — in 68 (76%),
to hepatitis B — in 49 (54%), to diphtherial anatoxin — in 45 (50%). The decrease of postvaccinal immunity level was associated
with JIA duration and glucocorticosteroids administration (against diphtheria) duration, as well as drop-out immunization (against
measles). Conclusion. Major part of children with JIA have no protection against measles, parotitis, hepatitis B or diphtheria. High risk
of progression of such vaccine-preventable diseases in these children demands development of individual programs of immunization.

Key words: children, juvenile idiopathic arthritis, preventive vaccination, antibody titer, measles, rubella, parotitis, hepatitis B,
diphtheria, risk factors.
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Kputepumn cootBetTcTBUA
Kputepwnn BKIO4YEHNS:

e nauyuneHTbl ¢ FOUA B BO3pacte 2—17 neT, N1aHOBO BakK-
LIMHMPOBaHHbIEe B BO3pacte A0 2 NET XU3HW (40 pas-
BuTns KOMA) NnpoTMB KOpM, KpacHyxu, NapoTuTa, renatu-
Ta B n gudtepun.

Kputepnn HeBKIOYEHUS:

® aHoBas BaKUMHaUWG B TedyeHue 6 mMec, NpejlecTBo-
BaBLNX BKJIIDYEHUIO B UCCNEeJOBaHUE;

¢ BBeJeHWE BHYTPUBEHHOIO MMMyHOFﬂOﬁyJ'IVIHa nnn npe-
napaToB nia3Mbl KPOBKM B TedeHue 12 mec, npeawecTso-
BaBLINX BKJIIDYEHUIO B UCCNefOBaHUE;

® [IpuemM LUUTOCTaTU4YECKUX npenapatoB (Kpome METOTPEK-
caTa) B MpoOW/ioM MINn Ha MOMEHT BKJIIOHYEHUA B UCCIIE-
nOoBaHKeE.

OnucaHue Kputepues COOTBETCTBHUS

OwnarHo3 HOWA yctanasnusanu (H.A. Jlio6umoBa,
M. M. KocTrK) cornacHo KputepusMm MexayHapoaHOW Nuru
accouuaumnn pesmartonoroB (International League of
Associations for Rheumatology, ILAR) [10]. NHdbopmavumns
O BbINO/IHEHHOW B MPOLUIOM MJaHOBOW BaKLMHaLUK NPOTUB
KOPH, KpacHyxu, napoTuTa, renatuta B n audrtepun nonyyeHa
M3 KapT npodunakTM4yecKmx NpMBMBOK (popma 63), xpaHs-
LMXCH BMECTE C UCTOPUAMM BONE3HM KaXKA0ro naLmeHTa.

CBefieHns 0 BaKuMHauuu B nocnegHue 6 Mec 1 Beefe-
HUW BHYTPUBEHHOIO WMMMYHOIN06GYIMHA WKW NpenapaTos
nna3mbl KPOBUW B nocniegHue 12 mec nosydyeHa U3 KapT npo-
dUNaKTUYECKMX MPUBUBOK, @ TaKXKe MyTem ornpoca 3aKOoHHbIX
npeacraBuTenen nauuveHta. [JaHHble 0 npueme LMTOCTaTH-
YeCKUX npenapaTtoB (KPOMe MeTOoTpeKcarta) MojyyeHbl npu
U3Y4EHUN MEOMLMHCKOM [OKYMEHTaLuu nauueHTa (BbiMuc-
Hble CnpaBKKW, KapTa pa3BUTUS pebeHKa) U nyTeM ornpoca
6O0NbHbIX UK UX POAUTENEN.

OCHOBHOM NOKa3aTtesib uccinegoBaHus

[ons geten ¢ FOWA ¢ ypoBHEM aHTUTEN K @HTUIrEHaM BUPY-
COB KOpM, KpacHyxu, napotuTta, renatuta B n audrepuitHomy
@HATOKCUHY HE HUXE MUHWMasIbHOrO 3alLMTHOrO YPOBHS.

OnpepesieHue ypoBHS aHTUTEN

B3dTne 06pas3LoB BEHO3HOW KPoBWU (4 M) BbINOHA-
/1M HaToWaK B [eHb MocCTynneHus pebeHKa B cTauuoHap.
O6pasubl ueHTpudyrnposanm npn 1200 06./MUH B Teye-
HMe 15 muH. CbIBOPOTKY OTOMpanu B OTAE/SbHble MNpPO-
OVpKK, 3amopaxunBanu npu Temnepatype -20°C u 3aTem
TpaHCcnopTMpoBanan B 1labopaTopuio BUPYCONOTMYECKUX
N MONEKYNAPHO-GMONOrMYECKUX METOLOB WCCefoBaHuUA
OIBY «JeTCKUIM Hay4YHO-KIMHUYECKMI LLEHTP MHOEKLIMOHHbIX
6one3Hen denepanbHOro MeamKo-OMOSIONMYECKOro areHT-
ctBa» (MockBa) ¢ cO6NI0AEHNEM XO/TOA0BON LENOYKM.

YpoBHU MMMyHOro6ynunHa (immunoglobulin, 1g) G onpege-
N1 METOAOM MMMYHOPEPMEHTHOrO aHann3a [11] Ha anna-
pate oTKpbIToro Tuna Lasurit (Dynex Technologies Inc., CLUA).
B cnyyae Kopu, KpacHyxu, mapotuta, renatuta B ucnonb-
30Ban KOMMep4yeckue Habopbl «BekTtop-becm (Poccus),
npu andtepun — IBL International GMBH (lfepmanus). KoH-
LueHTpauun I1gG onpepensnu no KaanbpoBOYHLIM KPUBLIM,
MOCTPOEHHBLIM C UCMOJIb30BaHMEM NPOrpaMMHOro obecreye-
Hua Dynex Technologies Inc. (CLUA). MUHUManbHLIA 3awwumT-
HbI YPOBEHb aHTUTEN YyCTaHaBMBaAN B COOTBETCTBUM C KPU-
TEPUAMM, YKa3aHHbIMU B WHCTPYKUMWU MPOUIBOAMTENS: ANS
npotnBoKopesbix 1IgG — 0,18 ME/mn (KoadduumeHT Bapma-
unu, CV, 8%; aHanutuyeckas vyscTButensHoctb 0,07 ME/mn),
AN19 aHTUTEeN K BUpYycy KpacHyxu — 10 ME/mn (8%; 2 ME/mn),
ana renatuta B (aHtv HBs aHtutena) — 10 mME/mn

(8%; 2 mME/mn), K audTepuinHomy aHatokenHy — 0,09 ME/mn
(7,5%; 0,004 ME/mn). MUHUManNbHYIO 3aLUUTHYIO KOHLIEHTPa-
umio 1g8G K BMpyCy anuMAEeMUYECKOro napotuta ycraHaB/vBa-
M npy KoadoduumeHte nosutueHoct > 1,0. KoaddpuuneHt
MO3UTUBHOCTM PaCCUYUTbIBANM KaK OTHOLIEHWE OMTUYECKOM
nnotHocTu (OI), nony4yeHHow B AByxBoNHOBOM (450/620 HM)
pexume B NlyHKe ¢ 06pa3uoM nauuneHTta, K Ol KpuTuyeckomn
(OMKpwT), BblYMCNIEMOM No dopmyne:

OlMkput = OlMcp(K-) + 0,3,

rae Olcp(K-) — cpenHee apudPpMeETUYECKOE 3HaYeHue
Or1 B nyHKax ¢ oTpuLaTeNbHbIM KOHTPOJIbHbIM 06pa3L0oM.

MoTeHuManbHbie NPEeAUKTOPbI COXPaHEHUS

NoCcTBaKLMHANIbHOIrO UMMYHUTETA

B uyucne npeavKTopoB COXpaHEHUs MOCTBaKLMHaNbHO-
ro UMMyHUTETA (MMHUMANbHOMO 3aLMTHOIO YPOBHSI aHTWUTEN)
paccmaTpuBanu 0COBEHHOCTW Tepanuu (MPUMEHEHWE B MNpo-
WAOM IM60 Ha MOMEHT BK/OYEHUSI B WUCCNeLOBaHWE [NIOKO-
KOpPTUKOCTEPOMAOB, MeToTpekcaTa, MMBI), yncno BakuMHaLWi
(no 1 NpoTMB KOPM, KPacHyxu 1 napoTtuta, > 1 NpoTuB renatu-
Ta B v gudtepun), npogomxkutenoHocTb KOMA, Bo3pacTt pebeHKa.

CoxpaHeHMe MNOoCTBaKLMHaNbHOMO MMMYHWTETA MUCCe-
[oBanu B Tpex BO3pacTHbIX rpynnax: Ao 7 net, 8—12 net
n 13-17 net. Boibop BO3pacTHbIX NepuoaoB 0O6YyCnoBfEH
CpOKaMW BaKLMHaLMIN B COOTBETCTBMM C HaLMOHaNbHbLIM
KaneHgapeMm npodunakTMYeCcK1x NpMBMBOK.

CraTucTtMyecKkui aHanus

Paamep BblIGOPKM MUCCAEAOBaHUA MpeaBapuTE/lbHO He
paccynTbiBann. AHanM3 Noay4YeHHbIX JaHHbIX BbIMOAHEH C NpU-
MEHEHMEM MNaKeTa cTaTucTMyeckmnx nporpamm STATISTICA,
Bepcus 10.0 (StatSoft Inc., CLLA).

OnucaHWe KONIMYECTBEHHbIX MNoKasaTteNlien BbINOJIHEHO
C YKazaHuem mMeauaHbl (25-1; 75-1 npoueHtunn). CpaBHeHMe
KayeCTBEHHbIX MOKa3aTenen ocyLeCcTBASAN0Ch C NPUMEHEHWEM
KpuTepust MupcoHa x2. HesaBWcMMble NPEAUKTOpPbl COoXpa-
HEHUSI MUHMMANbHOrO 3aLMTHOIrO YPOBHS @HTUTEN ycTaHaB-
nvMBanu npu nomowu OGMHAPHOM NOFMCTUYECKOM perpeccuu
nyTeM BKIOYEHUS B aHaNNM3 KONMYECTBEHHbIX U KAYECTBEHHbIX
nokasaTesien, CBA3aHHbIX C 3aBUCUMON NepemMeHHoM (60/bHble
C MMHUMabHbIM 3aLWUTHLIM YPOBHEM @aHTUTEN K COOTBETCTBY-
oLLEen MHDEKLMN) No pedysibTaTaM 0aHODAKTOPHOro perpeccu-
OHHOro aHanu3a. B MHOrodakToOpHOM CTaTUCTUYECKON MOAENH
y4uTblBas M BO3pacT HA MOMEHT BK/IIOYEHUS B UCCNeoBaHue,
4YUCNO BaKUMHAUMK, GaKT Tepanuu rOKOKOPTUKOCTEPOULAMMU,
meToTpekcaTtoMm, MBI, npogonxutenbHoctb KOMA. OnucaHune
pesynbLTaToB PErPECCUOHHOMO aHan3a BbINOHEHO C YKa3aHu-
€M YrnoBoro KoadpduumeHnta (3) U cTaHgapTHOM OWKGKKM (SE).
N3 napamMeTpoB MHOroaKTOPHOW PEerpeccuoHHon Moaenwu
Y4UTbIBaNM KOIPOULMEHT aeTepMuHaLmm (R2). CTaTUCTUYECKH
3HAYMMbIMK CUYUTANM pa3nnyuns nnmn cesasun npu p < 0,05.

JTHyecKas aKcnepTUsa

[poToKon nccneaoBaHusa B 3TUMECKOM KOMUTETE He pac-
cmatpuBancs. NMocne 3aBepLleHns UccneaoBaHus Noay4eHo
NONIOXUTENBbHOE 3aK/loYeHUe ITnHecKoro Komuteta CaHKT-
MeTepbyprcKoro rocyaapcTBEHHOro NneaMaTpmMyecKoro meau-
LIMHCKOro yHuBepcuteTa (npotokon N2 9/2 ot 02.09.2019)
O COOTBETCTBMM UCCNEAOBAHUSA 3TUYECKUM HOpMaMm, M30-
YEHHbIM B Xe/IbCUHKCKOM AeKnapauumu.

PE3YJIbTATbI

Y4yacTHUKU uccnegoBaHus

B wuccnegoBaHue ObinnM BKAOYEeHbl 90 nauueHToB
(64 peBoyku) ¢ KOMA B BO3pacte 11,3 (7,5; 14,9) roaa,
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Bo3pacT aebiota 3aboneBaHmna — 6,0 (4,0; 8,0) net, npo-
fonkutenbHocTb FOMA O MOMEHTa BKAOYEHMS B Uccnepo-
BaHnMe — 4,0 (2,0; 7,3) roga. OnuroapTUKynspHbIA BapuaHT
TevyeHnsa HOMNA 6bin y 38 (42%) naumMeHTOB, NOAMAPTUKYAP-
HbIh — y 36 (40%), CUCTEMHbIN apTpUT — Yy 7 (8%), IHTE3UT-
accouMmMpoBaHHbIi apTput — y 9 (10%) nauueHToB. YBeuT
avarHoctmpoBaH y 11/89 (12%). Y 1 nauueHTa AaHHble
0 pesynbraTtax ocmoTpa odTanbMONOroOM OTCYTCTBOBAMM.
Tepanuto rMIOKOKOPTMKOCTEPOMAAMM B MPOLIOM Anb6O Ha
MOMEHT BKJIIOYEHUS B UCCefoBaHWe nonyvyanun 24 naumeH-
Ta (27%) n3 88, metoTpekcatoM — 81/88 (92%), N'NMbIM —
54/89 (61%), U3 Hux 31 (57%) — mHrMbUTOPpamm dakTopa
HeKpo3a onyxonu anbda; 11/54 (20%) YyenoBeKk nonyyvanu
6onee ogHoro MBI, PeBaKkunHauuio NpoTMB BMpyca KOpH,
KPacCHyx1, 3anuMaemMu4ecKoro napotuta nonyunnm 52 (58%)
pebeHKa.

OCHOBHOW pe3ynbTaTt UcciefoBaHuUA

Pexxe Bcero (50-54% peten B BbIGOPKE UCCIEA0BaHUS)
MWUHUMaNbHbIN 3aLMUTHbIM YPOBEHb aHTUTEN 0BHapPYXMBau
K BMpycaM Kopw, renatuta B u gudTepuinHOMYy aHaTOKCHUHY,
y 2/3 NauMeHToB — K BUPYCY 3NMAEMUYECKOro napotuTa,
y 6onblumHcTBa aeten ¢ FOMA — K BUpycy KpacHyxu (Tabn. 1).
Pasnunuunit B BO3pacTHbIX rpynnax no Yyactote AeTen ¢ MUHU-
MafibHbIM 3aLLUTHBIM YPOBHEM aHTUTEN HE OGHAPYKEHO.

[lononHuTeNbHbIE pe3ynbTaTbl UCC/IEA0BAHUA

Mo paHHbIM OAHOGMAKTOPHOrO0 PEerpeccMOHHOro aHau-
3a OblIM BbISIBNEHbI cleayowme npeanKTopbl COXpaHeHus
NOoCTBaKUWHaNbHOIo UMMYHUTETA:

® K BUpYycy Kopu: npogoskutensHoctb KOMA, Bo3pacT Ha
MOMEHT BK/IOYEHUS B UCCNEeAOBaHWe, YUCNO BaKLUMHa-
umn, Tepanua N'MbIT;

° K andTepUAHOMY aHAaTOKCHUHY: BO3PACT Ha MOMEHT BKIIO-
YeHUs, NPUMEHEHME NIOKOKOPTUKOCTEPOUIOB (Tabn. 2).
CornacHo pesynbrataMm MHOFOQaKTOPHOIO PErpeccuoH-

HOro aHanu3a, NpeavKTopamm COXpPaHeHUs MUHUMaNbHOIO

3alUUTHOMO YPOBHS @aHTUTEN K BUPYCY KOPM BblIM YUCNO BakK-

LMHaLMUM NPOTUB KOPK, K AMDTEPUINHOMY aHaTOKCHUHY — MNpo-

fonmkutenbHocTb FOUA 1 Tepanus rtoKOKOPTUKOCTEPOUAAMM

(ta6n. 3). CTaTUCTMYECKM 3HAYUMbIX MPEANKTOPOB COXPaHe-

HWS NOCTBaAKLMHANLHOrO UMMYHMTETA MPOTUB 3Anuaemuye-

CKOro napoTuTa W renatuta B He BbISiBAEHO.

OBCYXAEHME

Pe3lomMme 0CHOBHOIO pe3ynbraTta uccinejoBaHus

3HayuTenbHoe Yyncno naumeHTos ¢ KOUA (ot 32 o 50%) nme-
0T HEAOCTATOYHbIN 3aLUMTHBIA YPOBEHb aHTUTEN K BUPYCaM KOPH,
napotuta, renatmta B v audTepuinHOMy aHaTOKCUMHY. Bmecte
c Tem y 6GonblunHCTBa 60MbHbIX FKOUA coxpaHsieTcsl NoCTBaKLM-
HaNbHbIA UMMYHUTET K BUPYCY KpacHyxu. MpeanKTopamm coxpa-
HEeHWst MOCTBaKLMHaIbHOTO UMMYHUTETA GbliM PEBAKLMUHMPYIO-
LMe NPUBMBKM, MEHbLLasa ANUTENbHOCTb 3a60neBaHus.

OrpaHM4yeHUus uccnegoBaHus

OCHOBHble OrpaHW4YeHUs WCCNeaoBaHUA CBSA3aHbl
C HebOo/MblIOM YUCNEHHOCTbIO BbIGOPKM, pa3HbiIM BO3pac-
TOM BKJ/IIOYEHHbIX MaLMEHTOB, PaA3HOM MPOAOMKUTENbHO-
CTbl0 3a60neBaHusA, a TaKXe pasM4yMemMm Mo 4Yucny paHee
NpoBefeHHbIX BaKuUWHauuMn. Hebonbwon 06beM BbIGOPKHK

Ta6nuua 1. PacnpejeneHune naumMeHToB C IOBEHU/IbHbIM MAMONATUHECKUM apTPUTOM, UMEIOLLMX MUHUMabHbIV 3alMUTHbIM YPOBEHb aHTUTEN
Table 1. Structure of patients with JIA and minimum protective level of antibodies

Bupyca kopw, a6e. (%) 45 (50) 16 (67) 14 (44) 15 (44) 0,163
Bupyca anvaemunyeckoro napotuta, abe. (%) 61 (68) 20 (83) 20 (63) 21 (48) 0,163
Bupyca KpacHyxu, a6c. (%) 88 (98) 24 (100) 32(100) 32(94) 0,186
OundTepuintHoro aHaTtokcrHa, aée. (%) 45 (50) 15 (63) 15 (47) 15 (44) 0,351
Bupyca renatura B, a6e. (%) 49 (54) 15 (63) 18 (56) 16 (36) 0,493

Ta6nuua 2. MpeanKTopbl COXpaHEeHU NOCTBAKLMHAIbHOIO UMMYHHUTETA (MUHUMaNbHOrO 3aLMTHOrO YPOBHS aHTUTEN) K KOpM,
3NMAEMUYECKOMY NapoTuTy, audTepun U renatuty B: pedynbrathl (p) 0AHODAKTOPHOrO PErpeccMoHHOro aHannaa
Table 2. Predictors of preservation of postvaccinal immunity (minimum protective level of antibodies) to measles, parotitis, diphtheria,
hepatitis B: results (p) of unifactor regression analysis

Kopb AnuaeMnYecKui NnapoTuT Audrepus fenatut B
MpogomkutensHocTb KOUA 0,001 0,569 0,431 0,846
BospacT* 0,014 0,387 0,014 0,914
Yucno BaKUMHaLMM 0,023 0,572 0,698 0,886
[NIOKOKOPTUKOCTEPOUABI 0,340 0,880 0,05 0,931
MeToTpekcat 0,652 0,125 0,652 0,174
rmen 0,013 0,253 0,897 0,215

MpumedaHmne. # — NpeanMKTopbl COXPaHeHMs NOCTBaKLMHANbHONO MMMYHUTETA K KPACHYXe He aHasM31poBasu No NpuyrHe ero CoxpaHeHus
y 98 % naumeHToB. * — BO3PaCT Ha MOMEHT BK/IOYEHUS B uccnefoBaHue. FOUA — oBEHWNbHbIN nanonaTuieckuin aptput, TMBI — reHHo-

UH}KEHEepPHble 6MoorMyecKue npenaparbl.

Note. # — predictors of preservation of postvaccinal immunity to rubella were not analysed because it sustained in 98% of patients. * — age
at study entry. OMA — juvenile idiopathic arthritis, TMBIM — genetically engineered biologic drugs.




Ta6nuua 3. MPeaAnKTopbl COXPaHeHUs NMOCTBAKLMHANBHOIO UMMYHUTETA (MMHUMabHOIO 3aLLMTHOrO YPOBHA aHTUTEN) K KOPW U AUDTEPUM:

pesynbTaTbhl MHOrohaKTOPHOro perpeccMoHHOro aHanunsa

Table 3. Predictors of preservation of postvaccinal immunity (minimum protective level of antibodies) to measles and diphtheria: results

multifactor regression analysis

MpeauKTOpbI B SE p
Mpotue Kopwm (n = 88), R2 = 0,15
MpopomxutenbHocTb ONA -0,240 0,021 0,083
Boapact* -0,068 0,022 0,652
Yucno BaKuMHaLKUM 0,304 0,147 0,038
[NIOKOKOPTUKOCTEPOUADI 0,057 0,134 0,643
MeToTpeKkcar 0,100 0,212 0,369
rmen -0,187 0,130 0,142
MpoTtus andrepum (n = 88), R2=0,13

MpogomxkutrenbsHocts ONA -0,287 0,140 0,044
Boapact* 0,017 0,172 0,919
Yucno BakUMHaUMM 0,083 0,140 0,552
[NIOKOKOPTUKOCTEPOUADI -0,232 0,117 0,05

MeToTpeKkcat 0,002 0,112 0,982
rmen 0,188 0,130 0,151

MpoTtue anuaemuyeckoro naporuta (n = 88), R2 = 0,06
MpopomxkutenbHocTb OUA -0,181 0,138 0,764
BoapacTt* -0,073 0,173 0,221
Yucno BaKLMHaLMI 0,280 0,143 0,193
[NIOKOKOPTUKOCTEPOUADI 0,050 0,119 0,558
MeToTpeKkcar 0,059 0,111 0,226
= -0,193 0,127 0,645
MpoTtus renaturta B (n = 88), R2 =0,04

MpogomxkutrenbsHocts ONA -0,125 0,022 0,396
Bospact* 0,069 0,018 0,630
Yucno BaKuMHaLMM -0,017 0,189 0,888
[IOKOKOPTUKOCTEPOUADI -0,028 0,138 0,820
MeToTpeKkcaT 0,111 0,225 0,348
rmen 0,142 0,141 0,303

lMpumeyaHue. * — BO3pacT Ha MOMEHT BKJIlOYeHUS B uccnegosaHue. FOMA — 0oBEHUbHbLIM nanonatudyecku aptput, F’MBI — reHHo-

UHXXEHepHble UMMYHOBMONOrMYEeCKKe npenapatbl.

Note. * — age at study entry. OMA — juvenile idiopathic arthritis, TMBI — genetically engineered biologic drugs.

He No3BONWA MNPOBECTM aHanu3 GaKTOPOB pUCKa ANS OLEH-
KW UMMYHUTETa MPOTUB KpacHyxu U renatuta B B nosaHOM
o6beme. CnefyeT OTMETUTb, YTO B UCCNefoBaHWM He 6blio
KOHTPOMbHOW rpynmbl, 4TO HEe NO3BOAWNO B MOMHOW Mepe
OLEHWUTb AMHAMMKY CHUMKEHWUS aHTUTEeN006pa3oBaHus y 340-
pPOBbIX [eTen, He uMelowux ¢akTopoB pucKa. Hanuvune
KOHTPOMbHOW Fpynnbl MNO3BOAUAO Obl OLLEHUTb, BAUSIOT U
B AENCTBUTENbHOCTU U3YYEHHbIE MPEANKTOPbI Ha CHUXEHME
NPOAYKLMU aHTUTEN Mnu HeT. OrpaHuyYeHns uccnesoBaHus
MOIX MOBAUATL Ha MNPaBUIbHOCTb OMNpPeAeneHns npeau-
KTOPOB COXPaHeHWs MOCTBaKLMHaNbHOMO MMMYHWUTETa, T.€.
n3y4eHHble GaKTopbl MOMK 6biTb OLUIMGOYHO pacLeHeHbl Kak
BO3MOXHblE MPELUKTOPbI (OTCYTCTBME KOHTPONLHOM rpynMbl),
a pofib Apyrux GaKTopoB, HanpuMMep KOMOWHaLWW nekap-
CTBEHHbIX NpenapaToB ¢ AnuTenbHocTblo HOWMA, Bo3pacTa
Ha3HaYeHUsA TeX WAM WHbIX IeKapCTBEHHbIX MpenapaTtos,
ANWUTENBHOCTM Tepanuu, UMEBLUMX BaXHOe 3HayYeHue, aeH-
TMbuMuMpoBaTb He yaanocb. Kakum o6pa3omM MOr MoBAu-

ATb KaKablh M3 GaAKTOPOB PUCKa OTAENbHO (leKapCTBEH-
Hble Npenapatbl, YNCNO BaKLUMHALMMK, NMPOAOSKUTENLHOCTb
3a6oneBaHns, cy6TuUn apTpuTa), OAHO3HAYHO OnNpeaenuTb
HEBO3MOXHO BBMAY TOro, YTO YacTb MaLMeHTOB Mony4vana
KOMOMHMPOBAHHYIO Tepanuto, 1 rpynnbl He 6binn CTpaTUdK-
LMpoBaHbl Mo BO3pacTy aAebota U/unm Npoao IKUTENbHOCTH
3ab6oneBaHus. Bo3aMoXKHO, 665blIas YACAEHHOCTb BbIGOPKHU
nossosiMna 6bl NpoBecTn 6osiee AeTanbHbIM aHanu3 B Noj-
rpynnax. Take Mbl He y4YuTbiBanuM Takue aKTopbl, Kak
NPOAOC/IKUTENBHOCTb TEPanuu, KymynaTUBHbIE A03bl, KOM-
6uHauusa meTtoaoB nedveHus. OanH 60NbHOM MOr MojayyaTb
HECKOJIbKO BWOB Teparnuu, a TaKkKe WHYK COMyTCTBYIOLLYIO
naTonoruio, KoTopas mMorna BAUATb Ha TeMMbl 3MMUHA-
UMM npenapaToB, U ONocpeAoBaHHO — Ha XapaKTEPUCTUKM
WMMYHHOro oTtBeTa. [onycKaeTcs MOrpewHocTb B MUcche-
[I0BaHUK, CBAA3aHHAf C TOYHOCTbIO METOA0B W3MepeHus
(CV ncnonb3oBaHHbIX METOIOB OMNpefeneHns YpoBHSA aHTU-
Ten 6bin B Npegenax 7,5-8%).
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06cyXaeHue OCHOBHOIO pe3ynbTaTa UCC/IEA0BaHUA

IOMA gaBnseTcs MMMyHONATONOrMYECKUM 3abofeBaHu-
eM, Tpebylwnm ang AOCTUIKEHUS PEMWUCCUM MPUMEHEHUS
UMMYHOMOAaBAAWMX npenapaTtoB [2]. MMMyHHble mexa-
HU3MbI, Nle)Kallne B OCHOBE reHesa fJaHHoro 3abonesa-
HUS, a TaKXKe NpUMeM NIeKapCTBEHHbIX MPenapaToB, KOTopble
BAUAIOT Ha GyHKUMIO B-KNeTok namsatv M nna3mouuToB,
MOryT NPUBOAWTb K yTpaTe 3alMTHOro TUTpa NpPOTUBOKOpPE-
BbIX MOCTBaKLUMHANbHbIX aHTUTEN B 6onee KOpPOTKME Cpo-
Kn, yem B nonynauuun [12, 13]. Mo gaHHbIM NONynsAUM-
OHHOr0 MCCNeAoBaHUA, 3alMUTHbIM TUTP MPOTUBOKOPEBLIX
aHTUTen onpegensnn y 85% 340poBbix AeTer B BO3pacTte
3-6un 7-14 net [14]. B apyrom uccnefoBaHuu Jons 340P0-
BbIX AE€TEW, HE UMEKWMNX MUHUMANbHOIO 3alMUTHOrO TUTpa
NPOTUBOKOPEBbLIX @aHTUTEN B CPOKKM OT 2 Mec Ao 5 neT nocne
OJIHOKpATHOW BaKuuHauuu, coctaBnser 10-12%, B CpoKu
oT 4 Mec Ao 9 net nocne peBakumHauun — 13-17% [15].
[Nocne BaKuUMHaLMK NPOTUB BUPYCa 3NUAEMUYECKOIrO Napo-
TUTa B CPOKM OT 2 Mec A0 5 NeT MUHUMaNbHbIA 3aWUTHbIN
TUTP aHTUTEN HE UMeNn oT 5 00 9% 340POBbLIX AETEN, B CPOKM
oT 4 mec oo 9 net nocne peBakuuHauum — oT 2 a0 13%.
[ocne BaKuMHaLUWM NPOTUB KPACHYXM HE MMEeNn MUHUMasb-
HOro 3alLMTHOro TUTPa aHTUTen 6,9% 340poBbIX AeTen [15].
B Hawen BbIGOPKE A0NSA AETEN, HE UMEBLUMX MUHUMANbHOIO
3alMTHOrO TUTPa aHTUTEN K yKa3aHHbIM MHPEeKuusam, bbina
HUXE, YeM BbISIBIEHO B MOMNYASLMOHHbIX WCCNEefOoBaHUAX,
3a UCK/IIOYEHMEM COCTOSTHUS UMMYHUTETA NPOTUB KPaCHYXMU.
MocnenHee MoOXeT ObiTb 06bACHEHO BLICOKOW O0SEN AETEN,
nepebosieBLINX KPAaCHYXoM B cTepTon dopme 6narogaps nep-
BMYHOM BaKUMHALMK.

Mo gaHHbIM CEPOMOHUTOPUHIA, AONS NWL, C 3aWUTHbIM
TUTPOM aHTUTEN MPOTMB BUpyca renatuta B yepesd 3 mec
nocsne BakuUMHaunmu coctaBnsetr 99%, yepes = 7 net — 77%.
B cnyyae HapylweHus cxembl BaKUMHaLMK A0S 340POBbIX
C MWHMMAaNbHbIM 3alWUTHLIM TUTPOM aHTUTEN COCTaBNSET
53% [16]. B HaweMm uccnegoBaHnM, HECMOTPS Ha OTCYTCTBUE
nauMeHTOB C HapyweHHbIM rpadmMKOM BaKLMHALMK NPOTUB
renatuTa B, gonsa geten ¢ FOUA ¢ MUHUMaNbHbBIM 3aLLUTHLIM
TUTPOM aHTUTEN NPOTMB BMpyca renatuta B coctaBuna 54%.
3alMUTHbIN TUTP aHTUTEN NPOTUB AMPTEPUMNHOrO aHaTOK-
CUHa BbiiBNeH y 95-97% [OeTCKOro HaceneHus, U3 Hux
y 96% B Bo3pacte 3—-4 nert, y 98% B BOo3pacte 15-17 ner,
y 93% B3pOC/biXx NPU BbICOKOW HAMPSXEHHOCTU UMMYHUTETA
(85, 91 1 81% cooTBeTCcTBEHHO) [17, 18].

PaHHuM Bo3pacT aebiota KOMA, nocne KoToporo B peasib-
HOM KIMHMYECKOW MNpaKTUKe MNpeKpalwaeTcs BaKLMHOMPO-
PunaKTnKa, NpMBOAMT K 6GONee HU3KOMY YPOBHIO aHTUTEN
y fdeTen ctaplwero Bo3pacta [9]. B Hawem wnccnegosaHum
ToNbKO 52% peten nonyynnu peBaKuMHaLMio NPOTUB KOpH,
TOrAa KaKk oxBaT peBaKUMHaLMen NpoTMB KOpW, NO AaHHbIM
KomuTteTa no 3apaBoOXpaHeHUIO NpaBuTenbeTBa . MOCKBHbI,
pocturaetr 99% [14]. HenonHbIM KOMMEKC BaKuUMHaUWK
ABNSIETCS HE3aBMUCUMbIM MPEANKTOPOM OTCYTCTBMS 3aLMTHO-
ro TUTpa aHTUTEN B Hallen BbiOGOPKe.

B onyb6nvMkoBaHHbIX paHee wuccnefoBaHMAX MPOBOAM-
flacb OUEHKa BMSHWUS JNIeKapCTBEHHbIX MpenapaToB Ha
KayecTBO aHTUTenoobpasoBaHUs nocne BaKuuHauuu. lo-
Ka3aHo, 4TO MeTOTpeKcaT He OKa3blBaa CylWeCTBEHHOro
B/IMSHUS Ha KPATKOCPOYHYKD M AONTOCPOYHYID 3bdEeKTUB-
HOCTb aHTUTEeNo006pa30BaHWUS MNPU BBEAEHUM Pa3NUYHbIX
BaKUMH, TaKMX KaK KOPb, KpacHyxa, MapoTUT, CTONOHSK,
andTepusa, renatut B [9, 19]. B perpeccuMoHHbIX moae-
NI9X TaKXe He MNOKa3aHO CyWeCTBEHHOro B/IUSHUA METO-
TpeKcaTa Ha 3alMTHbIM YPOBEHb aHTUTEN NMPOTMB BUPYCOB
KOPW, KPacHyx1, aNnAeMU4eCKOro napotuTa, AMGTEPUIHOIO
M CTONGHAYHOrO aHaTOKCUHa [9]. B Hawem uccnefoBaHuu
npu CpaBHEHMM NALMEHTOB, MONYYaBLIKUX U HE NOMyYaBLINUX

Tepanuio MeToTpeKcaToM, TaKKe He Oblio 06HapyXeHo
CTATUCTUYECKM 3HAYMMBbIX Pa3/IMYMUiA MO YPOBHAM aHTUTEN.
OaHaKo, yyuTbiBas ¢daKT HEBO3MOXHOCTU OLEHKW ponu
TONbKO MeToTpeKcaTa 6e3 yvyeTa Apyrnux GbaKTopoB pPUCKa,
MOXHO npegnonaratb OTCYTCTBME CYLLECTBEHHOIO BAUSHUSA
MeToTpeKcaTa Ha NpoLecc aHTUTenoo6pa3oBaHms.

Mpu n3yverHnn addekta NMBEIN nokazaHo, 4TO y 60/IbLLWH-
cTBa nauuneHToB ¢ OUA, nonydaslumx M'MBI1, nocTBakumHab-
Hble aHTUTeNa coxpaHanucb. OQHaKo B pade UccneaoBaHum
noKasaHo, YTO CpeaHMI YPOBEHb NMPOTUBOKOPEBLIX aHTUTEN,
@HTUTEN K MEHMHIOKOKKY TMna C M NMHEBMOKOKKY y NauneH-
TOB, MCMONb3YOLWMX BMONOrMYEeCcKUe npenapatbl, 6bia HUKE
nMbo CO BPEMEHEM CHUXKaNCcs 6bICTpee, YEM Yy MaLUEHTOB,
He nonyyaBlwux MBI [20-22]. Tepanua TUBI 06bI4HO
HasHayaeTcs NauMeHTam, UMeLLMM GONbLUYIO ANUTENbHOCTb
3aboneBaHus. B Hawem uccnegoBaHun YCTaHOBNEHO, YTO
cpean nauueHToB, nonyydaBwux tepanuto M'MBI, gons 605b-
HbIX, UMEBLIMX 3alUMTHbLIA TUTP MPOTUBOKOPEBLIX aHTUTEN,
6blna HUxe (48%) No CpaBHEHMIO C TEMU, KTO HE Mnoayyan
MBI (73%): p = 0,013; oTHowWweHKe waHcoB 3,0; 95% aose-
puTenbHbln MHTepBan 1,2—7,3. [laHHble pas3nnyng He 6bin
NOATBEPKAEHbI pe3ynbTaTaMn MHOroGaKTopHOro aHanmsa.

[etn ¢ FOWA, nonyyaBLlume Tepanuio CUCTEMHbBIMU [JTHOKO-
KOPTMKOCTEPOMAAMMU, KaK NpPaBmno, COXPaHaIM MUHUMaNb-
HblA 3alMTHbIA TUTP aHTUTEN Mnocne BaKLUMHaUMKW, OAHAKO
WX CpeAHWE reoMeTpUYecKne YPOBHM MO BbiTb HUMXKE NO
CpaBHEHMIO C 6GONIbHBbIMU, HE NOJlyYaBLUMMM TAaKOro le4eHUs
[23]. B uenom He BbISIBIEHO CYLLECTBEHHOIO BAUSHUS [TIOKO-
KOPTUKOCTEPOUAOB Ha YPOBHM MOCTBAKUMHANbHbIX aHTUTEN
NPOTUB NapoTUTa, KOPU MU KPacHyXM1, CTONOHSKa 1 andtepum
[9, 24, 25], ogHaKO BaXHO Yy4uUTbiBaTb AJIMTENbHOCTb 3TOM
Tepanuu U KyMynsTUBHbIE A03bl npenapartoB. Jetn ¢ HOUA,
nonyyaBlUKe Tepanuio MIOKOKOPTUKOCTEPOULAMU U METO-
TpeKcaToOM, BaKUMHUPOBaHHbIE MPOTUMB renatuta B, nmenu
afleKBaTHbIM UMMYHHbIN OTBET [9, 19].

3AK/TIIOYEHUE

HOUA aBnseTcs npumepoM MMMYHOKOMMPOMETUPOBAHHO-
ro 3ab6osieBaHus, NP KOTOPOM BO3MOXKHO CHUXKEHUEe apdeK-
TMBHOCTW BaKLMHaUWWM NPOTUB AETCKUX MHOEKLMI B CBA3M
C anutenbHocTbio 1 dopmon HOUA, npoBeaeHNEM MMMYHOCY-
NPEecCUBHOM Tepanuu, HapylweHusamu rpadmka peBaKLUUHa-
uMn. Heobxoammbl nocnegyowme nccnegoBaHua ang 6onee
[LeTanbHOro M3y4eHust AMHaMUKKU COoXpaHeHus cneunduye-
CKOro MMMYHHOTO OTBeTa y nauneHToB ¢ KOWA ¢ uenbio Bbipa-
6OTKM UHAMBUAYaNbHbIX aNrOPUTMOB pPeBaKLMHALMM.

BbIPAXXEHME NMPU3HATE/IbHOCTU
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O6ocHoBaHMe. []/1d NporHo3a KPUTUYECKMX MHUMAEHTOB, BO3HUKAILWMX Y AeTel B cTayuoHape, Mcrnosb3ytoT cuctemy PEWS
(Pediatric Early Warning Score). OgHaKo peructpauyusi OTKIIOHEHMI OTAE/IbHbIX BUTaJIbHbIX MTOKa3aTtesien MOXeT MMeTb rpe-
nmylecTBa. B aToi CBS3M aKTyaslbHbIM OCTAETCs M3YYEHME UX MPOrHOCTUYECKOM LIEHHOCTM [i/1S1 OLIEHKM PUCKa J1ETa/IbHOIo
ncxopa. Llenb ncenegoBaHMsi — OLEHNTb YacTOTY OTKIOHEHWI BUTaJ/IbHbIX MOKa3aTenei OT pegepeHCHbIX MHTepBasaoB
Y NaLUMEHTOB C HU3KUM U BbICOKMM PUCKOM NI€Ta/lbHOro ucxoga. Metoabl. M3ydann MeanLUMHCKME KapTbl NayMeHTOB B BO3-
pacte oT 1 mec Ao 17 neT, rocnutain3nmpoBaHHbIX B OTAEIeHMe aHecTe3dnonornn u peaHumaumn (OAP). BeposiTHOCTb
J1eTaJlbHOro Ucxofa paccymtbiBaan no wkaae PIM3. [pynnbl HU3KOro M BbICOKOIO pUCKa J1eTaslbHOMro NCXoda cOOoOpMUPOBaHbI
Ha 0CHOBaHMK PE3y/IbTaTOB K1aCTepPHOro aHaamaa. [pynny HU3Koro pucKa CocTaBuIv NaLmeHTbl ¢ BEPOSITHOCTbIO 1IETA/IbHOIO
nexofda < 37%, BbICOKOro pucka — > 57%. AHaimM3npoBasiv 4acToTy cepAeyHblx cokpalyeHun (HCC), yacToTy AbixaHus, ypo-
BEHb caTypaLuu KMCI0POLOM apTepuasibHOM KPOBM, TeMepaTypy Tena, CUCTOJIMYECKOE M ANaCTOIMYECKOE apTepualbHoe
JaBlieHne n OTKIIOHEHME 3TUX oKa3aTesen OT pegepeHCHbIX MHTepBasioB npu noctyrnieHnn B OAP u fanee exegHEBHO
(Kaxable 2 4) B TedeHne nepBbiX 5 cyT (mam meHee, ecau naymeHT nepeBogusicsi u3 OAP paHblue). Pe3ynbTatbl. M3y4eHbl
MeanUMHCKMe KapTbl 66 nayneHToB, u3 H1x 10 (15%) ¢ BbICOKMM PUCKOM NieTaslbHOro ucxoga. [pynrbl HU3KOro U BbICOKOIo
PpUCKa 6bliM COMOCTaBMMbI M0 101y, BO3PACTY, CIEKTPY ANarHOCTUPOBaHHbIX 3a60/1€BaHUH, ANTEbHOCTH MPE6bIBaHMS NaLm-
eHToB B OAP. JletanbHbit ucxos B OAP 6bi1 3aperucTpmupoBaH B ByX ciyqasx: 06a nauneHta — ¢ BbICOKUM (> 50%) puckom
JnieTasibHoro ucxoga rno PIM3. HYacTtota OTK/IOHEHUI BUTa/IbHbIX TOKa3aTteein oT pepepeHCHbIX MHTePBaJI0B Mpu NOCTynIeHUU
B OAP u B nocnepytowume 5 cyt (kpome HYCC B nepBbie CyTKM) B rpynnax pUcKa CTaTUCTUYECKU HE pa3/indyaaach. 3aKilo4eHune.
Peructpaums T0/IbKO OTKJIOHEHUI BUTa/IbHbIX NMoKa3aTtesiei oT pegepeHCHbIX MHTepBasoB B TeYeHUe nepBbiX 5 cyT npebbi-
BaHusi pebeHka B OAP He no3BOJISIET MPOrHO3MPOBaTh BbICOKMI PUCK NIETA/IbHOIO MCXoAa, OnpeAeeHHbIN no wKaae PIM3.
Knro4yeBble cnoBa: 4€TH, OTAEEHNE aHECTE3NOIOMMN U PEAHNMaLINK, PAHHEE NMPEAYNPEXAEHNE KPUTUHECKUX MHLIMAEHTOB,
OKCTPEHHas MeAULIMHCKas rNnomollb, LWKana PIM3, prcK netasibHOro ucxoda, BUTasbHble MOKa3aTesm.

(Ana ymtnpoBaHus: lNpomeTtHon [.B., AnekcaHapoBuy O.C., MweHucHoB K.B. OTKNOHeHWs BUTaNbHbIX NoKalaTenen
y NauneHToB OTAENEeHUSA aHeCcTe3WONorMn U peaHumaLmMm C HU3KUM U BbICOKUM PUCKOM JleTasibHOro ucxoga (no LkKa-
ne PIM3): peTpocneKTMBHOE KOropTHOE uccnegoBaHue. Borpockl coBpemeHHon neauatpum. 2019; 18 (6): 442-451.
doi: 10.15690/vsp.v18i6.2064)

OBOCHOBAHME

Heb6naronpuatHble COOLITUSA ABNSIOTCA UCXOLOM OT 1 0
11% Bcex cnyy4yaeB rocnuTanndauum getem u CyuecTBeHHO
YyBEANYMBAIOT MPOAOSIKUTENBHOCTL NIEYEHUS MNaLMeHTOB
[1]. MpepoTBpalleHne HebnaronpuATHbIX COBbLITUA ABASA-
eTCsl OJHMM W3 pPe3epBOB MOBbIWEHUS 3OPEKTUBHOCTU
CTaUMOHaApPHOro nevyeHuns. PaHHeMy BbiiBieHUIO GpaKToOpoB
pUCKa pa3BUTUS HEBNaronpuUATHbIX COObITUM CMOCOGCTBY-
I0T CUCTEMbl paHHero npegynpexaeHus (Pediatric Early
Warning Score, PEWS), KoTopble OCHOBaHbl Ha Nepuoau-
YEeCKOW perucTpaumm BUTanbHbIX NoKasaTenen nauuMeHToB

W BbIYUCIEHUS CYMMbl 4acTOTbl UX OTKJIOHEHWW OT pede-
PEHCHbIX 3HavYeHun [2]. Pa3nnyHble MoandUKaLmMmM cUCTEM
paHHero nNpeaynpexaeHns y4uTbiBaloT 4acToTy CepaeYHbIX
cokpauweHun (HCC), yvactoty abixanua (4), Temneparty-
py Tena, cuctonmyeckoe (CAL) u amactonunyeckoe (AAL)
apTepuanbHoe aBfieHne, ypoBeHb caTypaLMu KUCI0POAOM
nynbcupytollen aprepuanbHon Kposu (SpO,) [3]. Addek-
TUBHOCTb YKa3aHHbIX CUCTEM B KIMHWYECKOW NpaKTuKe,
B TOM 4YUC/E U B OTAENEHUAX MHTEHCUBHON Tepanuu, JOKa-
3aHa [4]. Bmecte ¢ Tem PEWS oTmimyaloTcsi CMOXHOCTbIO
MCNONIb30BaHUA, CBA3AaHHOMW C HEOOXOAMMOCTbIO MepUo-



AMYecKoro noac4yetra 6annoB MEAULIMHCKUM MNEePCOHanoM.
Pa3paboTaHbl TPUITEPHbIE CUCTEMbI, OCHOBaHHble Ha PEWS,
duKeHpyoWwme U HarnagHo NpeacTaBastolmMe OTKIOHEHMS
BUTa/bHbIX NOKa3aTenen ot pedepeHCHoro Kopuaopa [5].
AKTyanbHbIM, NO HaWeMy MHEHWI0, SBASETCA aHanna npes-
CKasaTeNlbHOM CNOCOGHOCTU OTAENbHbIX BUTasIbHbIX MOKa3a-
Teneun, BKIOYEHHbIX B PEWS, ans cBOEBPEMEHHOIO BbiSiB-
NIEHMS BbICOKOrO PUCKa NleTanbHOro Mcxoda y nauueHToB
OTAeNeHun aHecTeanonoruum u peadnmanmm (OAP).

Llenb uccnepoBaHUs — OLIEHWUTb 4acTOTy OTK/IOHEHWM
BUTaNbHbIX NOKa3aTenem ot pedepeHCHbIX MHTEPBAOB Y NaLu-
€HTOB C HU3KUM M BbICOKMM PUCKOM JIETANIbHOrO UCXoaa.

METOAbI
Aun3aiH uccnegoBaHus
MpoBeaeHo peTpoCcneKTUBHOE KOrOPTHOE UCCNeoBaHM1e.

YcnoBus npoBeeHUa UcciefoBaHUaA

B nccnefoBaHWe BKAOYANAW AaHHblE MALMEHTOB, FOCMU-
TaAn3MpPOBaHHbIX B 610K peaHUMMauum M MHTEHCUBHOM
Tepanum OAP MOCKOBCKOro 06/aCTHOrO LIEHTPa OXpaHbl
MaTepuHcTBa 1 getcta (Jliobepubl). U3ydanu ciydaun rocnu-
Tanu3auun B nepmog ¢ 01.11.2018 no 01.04.2019.

Kputepuu cooTBeTcTBUSA

Kputepnn BkawveHns: nauneHtol OAP B BoO3pacTte
ot 1 mec go 17 net.

Kputepmnn HeBKao4eHus: naumeHtbl OAP, B OTHOLWEHUMU
KOTOPbIX MPOBOAWIM NaNINaTUBHOE fleHeHHe.

OnucaHue KpuTtepueB COOTBETCTBUS

B OAP rocnutannaunpoBanu 60/bHbIX A1 OKa3aHus
3KCTPEHHOW cneunanManpoBaHHON MEAULMHCKOW MOMO-
WM U nNaniMaTMBHOrO ne4vyeHus. PelleHne O NpoBeAeHWuH
naniMaTMBHOIO NevyeHns NpuMHUManocb Bpa4yeGHOM KOMMUC-
CHMEen U3 4yucna Bpayen aHecTe3nonoroB-peaHMMaTonoros
OAP v oTpeneHvs nanivaTtMBHOW MOMOLLM AETSM, HEBpPO-

NI0roB, NeavaTpoB, HENPOXMPYProB. MannnaTtuBHbIMKU MNPU-
3HaBaNUCb NaUMEHTbl C HEeWsneyuMbiMKM 3aboneBaHUS-
MW, HyXAatolMecs B WMCKYCCTBEHHOW BEHTUASALMU NErkux
1 06e360/1MBaHUN.

LieneBble noKa3zarenu uccnegoBaHus

OCHOBHOJ NnoKa3are/lb UCcCIeO0BaHUsA

YacToTa OTK/IOHEHUIM BUTa/bHbIX MOKa3aTtenen ot pede-
PEHCHbIX 3HAYeHWM MpW MOCTYNAEHUMM M B nocneaylolme
5 cyT rocnutanusaumm B OAP y nauMEHTOB C pa3HOM BEPOST-
HOCTbO IETaNbHOr0 UCXoAa.

OyeHKa pUcKa s1eTaslbHOro ucxoga

BeposiTHOCTb NeTanbHOro Ucxoda paccyuTbiBanuM C WC-
nonb3oBaHueMm LWkKanobl PIM3 [5], peann3oBaHHOM B dop-
MaTte Kanbkynsatopa (Excel-Bepcuq) [6]. LUKana xapaKktepu-
3yeTCs BbICOKOW MpefcKas3aTelbHOW LLleHHOCTbIO pacCYuThbI-
Baemoro pucka (AUC 0,88; 95% poBepuTenbHbIn MHTEPBAnN
0,88-0,89) U KOHKOPAAHTHOCTbIO Mexay HabnwgaemMon
W NpeAcKa3aHHOM BEPOSTHOCTAMM NIeTanbHOro Ucxoda B CTa-
unoHape (0,94). lWkana pa3paboTtaHa Ha OCHOBaHMK AaH-
Hbix 60onee 53 TbiC. rocnuTann3aunin geten B OTAeNeHus
WHTEHCMBHOM Tepanuu (y4acTByloLLMe CTpaHbl — ABCTpanus,
HoBasa 3enaHaus, MpnaHaus n Bennkobputanus) [5]. OueHKky
BEPOATHOCTM NeTaNbHOro Mcxofja MpPoBOAMAM MO AaHHbIM,
3aperncTpmpoBaHHbIM B TeYeHWe MepBOro 4vaca nocne
noctynneHusa pebeHka B OAP. YunTbiBanu peakumio 3padykoB
Ha CBET, CPOYHOCTb rocnuTann3auuun (nnaHoBasi, IKCTPEH-
Has), Heo6XOAMMOCTb WMCKYCCTBEHHOM BEHTUASALMU NIEFKUX
B TeYeHue MepBOro 4aca nocne rocnutannadalmu, nokasa-
Tenb BE (oT base excess — W36bITOK OCHOBaHWM), MOKa-
3aTeNib GpaKkumMK Kucnopoaa BO BAblxaemoin cmecu (FiO,),
nokasaTe/lb MapLManbHOro AaBfEeHUS KUCNopoaa B apTe-
puanusnpoBaHHon (KanunnspHoi) kposu (PaO,), CAL npwu
rocnutanu3auunn, BOCCTaHOBEHME MOCe onepaunn,/npoue-
Oypbl, ABASAOWENCA NPUYMHOWM FroCnUTanM3aLnmn, OCHOBHOM
amarHo3 (taén. 1) [5]. OueHka no wkane PIM3 (PIM Score)
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Vital Deviations in Patients of Intensive Care Unit
With Low and High Risk of Mortality (PIM3 Score):

Retrospective Cohort Study

Background. The PEWS (Pediatric Early Warning Score) is always used for prognosis of critical incidents in children at hospital.
However, recording of various vital deviations may be advantageous. In this regard, it is relevant to study their prognostic value for risk
of mortality estimation. Objective. The aim of the study was to estimate the frequency of vitals deviations from reference ranges in
patients with low and high risk of mortality. Methods. We have studied medical records of patients aged from 1 month to 17 years old
hospitalized in intensive care unit (ICU). Mortality prediction was counted with PIM3 score. Low and high risk of mortality groups were
created due to the results of cluster analysis. The low risk group was made up of patients with mortality prediction rate < 37%, high risk
group > 57%. Heart rate, respiratory rate, oxygen saturation in arterial blood, body temperature, systolic and diastolic blood pressure
and deviations of all these values from reference ranges on presentation to ICU and further daily (every 2 hours) during the first 5 days
(or less in case if the patient was transferred from the ICU earlier) were analysed. Results. Medical records of 66 patients (including
10 (15%) with a high risk of mortality) have been studied. The low and high risk groups were comparable by sex, age, spectrum of
diseases, length of patient stay in the ICU. The lethal outcome in ICU was registered in two cases: both patients with high risk of mortality
(> 50%) due to PIM3 score. The frequency of vitals deviations from reference ranges on presentation to ICU and in the following 5 days
(except for HR on the first day) in risk groups did not differ statistically. Conclusion. Registration of only vitals deviations from reference
ranges in the child during first 5 days in ICU does not allow us to predict high risk of mortality measured by PIM3 score.
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Ta6nuua 1. MNpeankTopbl NeTanbHoOro ucxoga Wwkanbsl PIM3 [5]
Table 1. Predictors of mortality due to PIM3 score [5]

Mokasarenu OueHKa**** Koadduumnenr

1 — >3 MM 1 06a GUKCUPOBAHbI

3,8233
0 — MHOe WK HensBecTHa

Peakuwns 3paykoB Ha cBeT

1 — pa (BKMtoYas rocnuTanMsaLmio nocne niaHoBbIX onepaumui
WA MaHUMNYNAUMIA, B T.4. KaTETEPU3ALMK LIEHTPANbHbIX BEH,
1S N1aHOBOro MOHWTOPUHIA, KOPPEKLIMK NapaMeTpoB
MnaHoBasa rocnutannsauus BEHTUNALMK, MPOBOAUMON Ha fJoMy. PaccmaTtpuBatoTes -0,56378
onepauun/MaHunynauum, KOTopble MOXHO OT/IOXUTb Gonee
4yeM Ha 6 4 6e3 pa3BUTUSA HEGNAronpUATHbIX PeaKL i)

O — HeT

1 — pa (B N060M pexunme NobbiM CNOoCco60oM, BKIOYas
HeWHBa3WBHYIO Yepes3 Ha3albHble KaHoU, METOAOM CMOHTaHHOMO
McKyccTBeHHas BEHTUNALMS NETKUX,

[bIXaHWS C MOCTOAHHBIM NONOXKMUTENBHBLIM AaBNEHUEM

HayaTasn B TeYeHMe NepBoro Yyaca 0,9763
B AblXaTeNbHbIX NYTAX, ABYXYPOBHEBYIO BEHTUASALMIO UK

rocnuranusauuu
BEHTUNALMIO C OTPULLATENBHBIM IaBNIEHUEM B AblXaTeNbHbIX NYyTAX)
O — HeTt

BE, Mmmonb/n ab6ce. unu 0, ecnv HEU3BECTHO 0,0671

-0,0431 X (CAL npu

rocnutanusauuu) +

0,1716 X ((CAL npwu
rocnutanusaumu)? / 1000)

a6c. unn 120, ecnv HEU3BECTHO
CA/[l npv rocnuTannsaumu 0 — ecnu octaHoBKa cepaua, 30 — ecnu wok nan CAL HacTonbKo
HU3KOE, YTO ero HEBO3MOXKHO U3MEPUTb

abc. (YyKa3blBaeTcs nokasaTteb, UBMEPEHHbIN B TO e

FiO,, nonn eanHMLb Bpems, 410 1 Pa0,, Np1 NpoBeaeHUn OKCUreHaLmum 0,4214 X
yepes aHgoTpaxeanbHylo TPYOKy Mnv nanaTky) (Fi0, X 100) / Pa0,
Pa0,, mm pT. cT.* a6c. unmn 0,23, ecnm NoKkasaTtesb He N3Mepscs

BoccTaHoBneHUWe nocne onepaumun/
npoLieaypbl — OCHOBHOW MPUYMHBI

rocnuTannaaunn**

* Her 0 -

® rocsie npoueaypbl WyHTUPOBaHUA 1 -1,2246
cepaua

® rocne npoueaypsbl, OTIMYHOM 2 -0,8762
OT NpoLiesypbl LUYHTUPOBaHWS cepaLia

® rocfie HeKapAnanbHOM MaHUMyNALum 3 -1,5164

[JuarHoa***

® 0YeHb BbICOKOroO puUcKa 1 1,6225

® BbICOKOro puUcKa 2 1,0725

® HW3KOro pucka 3 -2,1766

® WHble 3a6oneBaHns 0 -

Mpumedanne. BE (base excess) — 1M36bITOK OCHOBaHWI, MU3MEPEHHbIV B apTepuanbHOi WAK KanuinspHon Kposu, Pa0, — napunanbHoe AaBneHve
Kucnopoga, Fi0, — dpakumnsa Kucnopofa BO BAbIXAEMOM CMECH. * — OTHOLEHWE GpaKLMK KUCNopOoAa BO BAbIXaeMOW CMECH K napLuuanbHoMy
[aBNEHWIO KACNIOpOoAa B KanuANSapHOM KPoBM; ** — BKIIIOYas pagnosiorMieckune npoLeaypbl M KateTepusaumio cepaua. He Braoyatotesi 60/bHble,
Y KOTOPbIX NOCNeonepaLnoHHbIi NEPUos He SBNSETCS HENOCPEACTBEHHOM NPUYMHON rocnuTanm3aumu B OAP, Hanpumep nocne ycTaHOBKM faTynKa
BHYTPUYEPENHOro AaBNeHUs NPU YepenHOo-MO3roBOW TpaBme; *** — 3a60/1eBaHNs (narHo3bl) HU3KOro puUcKa: OpoHXuanbHas actma, 6POHXMONUT
(BKNtOYaA AeTen ¢ LeHTpanbHbIM anHo3 UK AblXxaTeflbHOM HEAOCTAaTOYHOCTbIO, Y KOTOPbIX YCTAHOB/IEH AMAarHO3 6POHXMOUTA), KPYN, 06CTPYKTUBHOE
anHo3 BO CHe (BK/I0Yas AETEN, roCnUTann3vpoBaHHbIX ANs MPOBEAEHUS aA€HO- U TOH3UNIKTOMUM, Y KOTOPbIX anHO3 IBUNOCh OCHOBHOM
NPUYKHOM rocnutanusaumm B OAP; KOAMPYIOTCS KaK Nocie XMpYpruyeckoro BMellaTebCTBa), AnabeTMyeckuii KeToaumnaos, Cyaoporu (BraYas
NauneHToB, roCNUTANU3NPOBaHHbIX MEPBUYHO BCIEACTBUE IMUNENTUYECKOrO cTaTyca, anunencumn, Ge6punbHbIX CyAopor UKW aNUAEnTUYECKOro
CMHAPOMa. 3a60/1€BaHUs BbICOKOIO PUCKa: CNIOHTaHHOE BHYTPUYEPENHOE KPOBOU3NMSAHKE (BKIKOYAsA CMIOHTAaHHOE, UCKIT0Yas TpaBMaTU4YecKoe

WM HEBHYTPUYEpPENHOe, Hanpumep, cybaypanbHoOe), KapaAMoMUONaTUs UM MUOKaPAMUT, CUHAPOM rMMONaa3nu IeBOro Xenyaoyka (Bo3pacT 1to60Hn,
BKJTIO4asA TOIbKO CAyYau, Korga Ans COXPaHEeHWs U3HW BbiNONHEHa onepauuns HopByaa nnan nogo6Has B HeOHaTalbHOM Nepuoae),
HenpoaereHepaTtBHble 3a60/1eBaHus (TpebyeTca HaMyMe ero B aHaMmHese, Jaxke Mpu OTCyTCTBMU B HacTosiee BpeMs cneLmndruyecKnx
NPOSIBNEHWUI MW KOrAa yKa3aHHbIV A1MarHo3s 6yaeT HeM36eXKHO BbICTaB/IEH), HEKPOTU3UPYIOLLMIA SHTEPOKONUT. 3a60/1€BaH1S1 04€Hb BbICOKOTO
pHUCKa: OCTaHOBKa cepaua, NpeaLwecTByoLas rocnutannsanmnm (B TOM Yucne BHYTPU- U BHErOCNUTabHas, HO MCKIYas OCTaHOBKY cepaua

B @aHaMHe3e U3HW), TAKEeSbI KOMOUHUMPOBAHHBIN UMMYHOAEDULNT, NerKo3 nnu tumboma nocne nepeon MHAYKLMK (BKIKOYas TONIbKO cliydaun
rocnuTanu3aumnm no noBoay NENKEMUN UAK TUMPOMbI, B TOM YUCNE U ANS NPOBEAEHUS NIeHEHNS), PELIUNUEHT TPAHCMNAHTaLMKU KOCTHOrO MO3ra,
neYyeHoYHas HeAoCTaTOYHOCTL (OCTPas MM XPOHUYECKas, B TOM YUCE KOrAa OHa siBUnach BeayLlei NpuinHom rocnutanmsaummn B OAP, ucknoyas
rocnvTann3aumio nocsne nNiaHoBOW TpaHcnnaHTauuu nevenu) [5]. PUCK oLeHnBancsa no Tomy 3abonesBaHuto, No NoBOAY KOTOPOro nauueHT 6bii
rocnutanuaunpoBaH B OAP. OAP — oTaeneHne aHecTe3nonorMm u peaHnMmaLunu.

Note. BE (base excess) — the excess of base present in the arterial or capillary blood, PaO, — oxygen partial pressure, FiO, — fraction of
inspired oxygen. * — fraction of inspired oxygen to oxygen partial pressure ratio in capillary blood; ** — including radiological procedures and
heart catheterization. Not included — patients whose postoperative period is not an immediate cause of admission to ICU, for example after
intracranial pressure monitoring in brain injury; *** — diseases (diagnoses) of low risk: bronchial asthma, bronchiolitis (including children with
central apnoea or respiratory failure who has been diagnosed bronchiolitis), croup, obstructive sleep apnoea (including children hospitalized for
adeno- or tonsillectomy and in whom apnoea is the major reason for ICU admission; coding after surgery), diabetic ketoacidosis, seizures
(including patients hospitalized fir the first time due to epileptic status, epilepsia, febrile seizure or epileptic syndrome. Diseases of high risk:
intracranial hemorrhage (including spontaneous, excluding traumatic or non-intracranial like subdural), cardiomyopathy or myocarditis, A 4
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hypoplastic left heart (any age, including only cases when Norwood operation or the like has been performed in neonatal period for life
sustaining), neurodegenerative diseases (in anamnesis and even without any clinical signs at the moment of admission), necrotising
enterocolitis. Diseases of very high risk: cardiac arrest, previous admission (including in- and out-hospital but excluding cardiac arrest in
anamnesis), severe combined immunodeficiency syndrome, leucosis or lymphoma after first induction (including only cases of admission due
to leucosis or lymphoma for treatment), recipient of bone-marrow transplantation, hepatic failure (acute or chronic, including cases when it is
major reason of admission to ICU, and excluding cases when it is elective admission for liver transplant) [5]. The risk was measured on

the disease of admission to ICU. ICU (OAP) — intensive care unit.

ABASETCH CyMMOW (2) NMPOU3BELEHUN BENWUYUHBbI KaXKAOro
M3 yKa3aHHbIX MokasaTenenm Ha KoaddUUMEHT perpeccuu
MWHYC 3HAYE€HWEe KOHCTaHTbl ypaBHeHUS perpeccuu (1,7928)
[5]. OueHKa BepoATHOCTM neTanbHOro UCXoAa BbIMOMHEHA
no ¢opmyrne:

(expX) / (1 + exp (X)) X 100% [5].

OueHKa BUTa/IbHbIX MOKa3aTtesien

B yucne BuTanbHbIX Nokadatenen aHannauposann HYCC,
4/, SpO, v Temnepatypy Tena (Mcnonbaylotes B PEWS [3]),
a Takke CAL v JAL. B kayecTBe pedepeHCHbIX MHTEPBAOB
ans HYCC n Y/ vncnonb3oBanu AaHHble [7, 8] (Tabn. 2), ana
SpO, min — 94% 6e3 oKkcureHotepanuu [9], ansa Temnepa-
Typbl Tena — 36-38°C [10]. PedepeHcHbI ypoBeHb CA/L
n JAL onpepensnu no dopmynam [8]: CAAmin = 75 + 2n;
CAQmax = 105 + 2n; AAOmin = 45 + n; AAOmax = 75 + n,
r4e N — 4YUCNo NoNHbIX NeT. PedepeHcHble HTepBanbl Ans
YCC n Y/ onpepenanu ana BospactoB 0—11 mec, 1-4 roaa,
5-12 net 1 cTtaple 12 net no AByM BapuaHTaM pedepeHc-
HbIX MHTEPBASOB (CM. Tab. 2).

MHbOopMaLMio O 3HaYeHUAX BUTaNbHbIX MOKasaTenen
M3B/EeKann U3 KapTbl MIHTEHCUBHOMN TEpanuu, apxMB1MpyeMon
BMeCTe C MEeAWLIMHCKOM KapToW CTauMoHapHOro 60/1bHOro
(dopma N° 003/y). AHannanpoBanu NoKasaTenun, PerucTpu-
pyemble npu noctynnexnun B OAP (nepBoe U3MepeHue B OTae-
NIEHUN) 1 fanee exxeAHEeBHO (C NEPUMOAMYHOCTBIO Kaxible 2 Y)
B TeyeHue nepsbix 5 cyT npebbiBaHus B OAP (unn meHee, ecnu
nauneHT NnepeBoauncs B Apyroe OTAENEHWE WKW CTauuoHap
paHblue). AN Kaxaoro nauneHta GukcupoBann abcontoTHoe
KOMMYECTBO U3MEPEHUN BbiLle U HUKe pedepeHCHOro npeae-
na v ux gonio (%) B 06LLEeM YMCe NBMEPEHUI, BbIMONHEHHbIX
B TeYEHWE NocneayloLwmx CyTok. Hanpumep, naumeHT rocnuta-
nm3npoBaH B npomexyTke ot 10:00 go 12:00. o 10:00 cne-
AYIOLLMX CYTOK C NEPUOLNYHOCTBIO 2 4 Y NaLMeHTa BbIMONHEHO
12 n3MepeHnn KaxKAoro U3 nepeyvncneHHblX Bbllle BUTasb-
HblX NoKasaTenen. Ecnv oTkioHeHue, Hanpumep, YCC Bbiwe
pedepeHCHOro npegena perucTpupoBanv 2 pasa, a Huke
pedepeHCcHOro uHTepBana — 4 pasa, TO 4YacToTa peru-
CTpauun OTKNOHEHWMM B MNepBOM ciyyae coctaBuna 17%
(2/12 X 100%), Bo BTOpoM — 33% (4/12 X 100%), cymmap-
Hoe OTKJIoHeHHe — 50% (6/12 X 100%). Y1cno nauneHToB
C OTKJIOHEHMEM BUTaNbHbIX MOKa3aTenew Bbllle 1 HUXe pede-
PEHCHOr0 MHTEpBana paccyuTbiBann Cneaylownm o6pas3om.

Hanpumep, n3 56 nauuneHTtoB y 10 60nbHbIX HCC Gbina Bbile
pedepeHcHoro uHTepsana (10/56 X 100% = 18%), y 5 —
HWe pedepeHcHoro nHTepsana (5/56 X 100% = 9%), npu
3TOM y 2 NaLMeHTOB GblNo 3aPpUKCUPOBAHO OTKIIOHEHWE 3Ha-
YyeHuin YCC KaK Bblle, TaK U HUXKe pedepecHbIX MHTEPBanos.
CoOTBETCTBEHHO, NOKa3aTeNb «CyMMapHoOe OTKNoHeHue» YCC
coctaBun 13 (10 + 5-2) yenosek (13/56 X 100% = 23%).

CraTUCTUYECKHKE npoLeaypbl
MpuHyKMnbl pacyeta paamepa BbIGOPKU
Pasmep BbIGOPKM NpeBapuUTENbHO He pacCYUTbIBAsICS.

CraTucTHYeCKne MeToAbl

AHann3 AaHHbIX BbIMNOMHEH C UCNOSIb30BAHWEM MaKeTa
cTatuctTuyeckux nporpamm STATISTICA v. 12.0 (StatSoft Inc.,
CLWA). OnucaHne KONMYeCTBEHHbIX MPU3HAKOB BbINOAHEHO
C YKa3aHneM meauaHbl (25-#; 75-# npoueHTunn). CpaBHeHME
KayeCTBEHHbIX/NOPAAKOBbIX MEPEMEHHbLIX B HE3aBWCUMBbIX
rpynnax (naumMeHTbl C HU3KUM U BbICOKMM PUCKOM fneTalb-
HOrO MCxoAa) BbIMNOMHEHO MPU MOMOLLM ABYCTOPOHHENO TOY-
HOro KpuTepusa duwepa, KONMYECTBEHHbIX MEPEMEHHbIX —
C UCNONb30BaHWEM KpuTepusi MaHHa—YWTHM C MonpaBKoMn
MeiiTca Ha HenpepbIBHOCTb. Pasnnins cuntannucb cTaTucTu-
YecKM 3HauYnmbIiMu Npu p < 0,05.

lpynnbl pucka chopmMmMpoBaHbl Ha OCHOBaHUKU pe3ynbTa-
TOB K/JacTEpPHOro aHanu3a. Pa3BefoyHbli aHanmM3 BbINos-
HEH NOCPEACTBOM MeToda MepapxMyecKom KnaccuduKa-
umn. Meton o6beanmHeHns — meToa NofHoW cBsA3u. Mepa
611M30CTM — EeBKIMAOBO paccTosHue. B Kavectse rpynnu-
pytoLlen nepemMeHHOn UCNonb30Banu noKkasaTenb BeEpPOAT-
HOCTY NIeTanbHOro McxoAa, paccymTaHHbIM No wrane PIM3.
Mcxoga v3 BU3yanbHOro npeacTaBfieHUs pes3ynbraTos,
Obl10 CAeNaHO NPEeANOOXKEHNE O HaNNYUKN ABYX KNacTepos,
KOTOpoe 6blfI0 NOATBEPKAEHO KiacTepuldaunen MeToaoMm
k-cpegHux M nocnegylowmm AUCNEPCUOHHBIM aHanu3om,
NnoKasaBlUMM CTaTUCTUYECKM 3Hayumoe (p < 0,001) pas-
iM4ne No MnoKasaTento BEPOSATHOCTWU neTanbHOro mcxojaa
MEXAY Knactepamu.

JTnyeckas aKkcnepTusa

MpoBeaeHne uccnefoBaHUs o406pPEHO pelleHneM 3Tu-
yeckoro KomuTeTa npu CaHKT-lNeTep6yprckoM rocyaap-
CTBEHHOM MNeAuaTpPUYECKOM MEeAULMHCKOM YHWBEpPCUTETE
(npoTtokon N2 2/2 o7 22.02.2017 r.).

Ta6nuua 2. PedepeHcHble MHTEpPBasbl NOKa3aTeNen YacToTbl AblXaHUS M YacTOTbl CEPAEYHbIX COKPaLLEHNN

Table 2. Reference ranges of respiratory rate and heart rate

Mokasatenu 0-11 mec 1-4ropa 5-12 ner >12 ner
Y4t B MUH 35-60 28-35 18-26 16-18
Y42, B MUH 30-60 20-40 20-30 10-20
YCCY, ya./MuH 95-140 80-120 60-110 60-82
YCC?, ya./MuH 90-160 90-140 70-120 60-100

MpumeyaHue. * — no faHHbIM K. AnekcaHapoBuy 1 coasT. [8], 2 — no AaHHbIM A. Solevag u coaBsT. [7]. Y/ — yacToTa fbixaHus, YCC — yactota

cepAieyHblX COKpaLLeHnn.

Note. * — according to Yu. Aleksandrovich et al. [8], 2 — according A. Solevag et al. [7]. Y[, — respiratory rate, YCC — heart rate.

BOMPOCbl COBPEMEHHOW NEAUATPUM /2019/ TOM 18/ N2 6
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PE3Y/IbTATbI

dopmupoBaHue BbIGOPKU UCCef0BaHUSA

B nepuop wvccnegosanns B OAP rocnutanvManmpoBaHoO
716 60nbHbIX, ANs NOcneonepaunoHHOro nNpobyxaeHns —
640, nna npoBedeHus nevyenna — 76. M3 yucna nocnep-
HUX MannMatMBHasa Tepanus 6Gbina Nokas3aHa 3 60/bHbIM.
MeanunHCKue KapTbl 7 NauMeHToB OblIM HEAOCTYMHbI AN
nccnefoBaHns Mo NPUYMHE NPeaoCTaBNeHUS JOKYMEHTaLnm
BO BHEOOJSIbHWYHbIE CTPYKTYpbl 418 NPOBEAEHWUS 3Kcnep-
TM3bl. Pe3dynbratbl 06CnefoBaHUsa U nevyeHnss 66 60JbHbIX
OblIM UCMONBb30BaHbI 4719 Lie/1Iel HacTosLWero ncciaefoBaHus.
BonblwmnHeTBO aeten (59 n3 66; 89%) nocrtasneHbl B OAP
B MepBble CYTKM rocnutanndaunn B MeOWLMHCKYI0 OpraHu-
3aumio, 2 (3%) naumeHTa nepesefeHbl B OAP B CpoK A0 5 cyT,
3 (5%) — o1 6 go 10 cyt, 2 (3%) — nocne 10 cyT npebbiBaHMA
B CTauumoHape. Hu3kum puck (= 50%) netanbHOro ucxopa
no wkane PIM3 6bin onpegeneH y 56 601bHbIX, BbICOKUM
puck (> 50%) — y 10.

XapaKTepuCcTUKM rpynn ucciegoBaHus

OueHKa BEepOsATHOCTM NIeTalbHOro Ucxoda B rpynne HU3-
KOro pucka BapbupoBana ot 7,8 go 36,2%, B rpynne BbiCO-
KOro pucka — ot 56,9 o 81,3%. [pynnbl HU3KOTO W BbICOKO-
ro pMYCKa NleTanbHOro Mcxoda Oblv CONOCTaBUMbI MO MOy,
BO3pAcCTy, CNEKTPY ANArHOCTUPOBaHHbIX 3ab6oieBaHWi, Ou-
TenbHOCTU npebbiBaHMA B OAP (06uiasi AnUTENbHOCTb Npe-
OblBaHMA B CTalMOHape B MCCeAOBaHUN He y4uTbiBanach)
(tabn. 3). JleTanbHbit ucxon B OAP 6bin 3aperMcTpupoBaH
B ABYX C/ly4asx: 06a nauneHTa — C BbICOKMM PUCKOM neTasb-
HOro ucxoga no wkane PIM3.

OCHOBHOM pe3ynbTaT ucciegoBaHUs

YacTtoTa OTKNIOHEHWI BUTaIbHbIX MOKa3aTesnen oT pede-
PEHCHbIX 3Ha4YeHun npu noctynieHnn B OAP y nauneHToB
BbICOKOIO M HU3KOro pMCKa NeTanbHOro ucxofda He pas-
nu4yanacb (Tabn. 4). loBbiwWeHWe TemnepaTypbl Tena
> 38°C oTMe4Y€eHO TONbKO B rpynne HW3KOro pucKa netanb-
HOro ucxoaa.

B nepsble cyTku rocnutanusauun B OAP y nauneHToB
C HW3KUM PUCKOM JeTanbHOro Mcxofa Yalle OTMeyvanochb
nosbliweHne YCC (Tabn. 5). Mo Apyrum BUTasbHLIM MOKasa-
TEeNsM pasnnMyni B JONSX NAaLUMEHTOB, Y KOTOPbIX PErMCTPUPO-
BaNMCb OTK/IOHEHMSI NOKa3aTenen oT pePpepeHCcHOro nHTep-
Bana B 1-5-e cyt rocnutanusdaunn B OAP, He oGHapyXeHo.
Mpwn atom HCC HMKe pedepeHCHOro MHTepBana ctatucTuye-
CKM 3Ha4yMMO 4alle perucrpupoBanacb B 1—4-e cyT rocnu-
Tannzdaunn B OAP y nayMeHToB HU3KOro puUCKa, B 5-e cyT —
y NauMeHTOB BbICOKOro pUCKa SieTanbHOro ucxoa. B nepsble
CYTKM cpefHAa 4acToTa peructpauun SpO, HuKe pede-
peHCHOro npegena 6bina CTAaTUCTUYECKM 3HAYMMO Bblle
y NauMeHToB rpynnbl BbICOKOrO PUCKa feTanbHOro ucxoga.
[pyrmx CyLleCTBEHHbIX MEXIPYnnoBbIX Pa3/Myni He BbisiB-
JIeHo (CcM. Tabn. 5).

OBCYXAEHME

Pe3iome 0CHOBHOIro pe3yibTata ucciegoBaHus

YacToTa OTK/IOHEHUIM BUTabHbIX MOKa3aTtenen ot pede-
PEHCHbIX 3Ha4eHun npu noctynneHnn B OAP y naumeHToB
BbICOKOIO M HU3KOIO pUCKa NeTanbHOro ncxoga He pasnunya-
nacb. Yactota TaxvKkapauu (CornacHo pedepeHCcHbIM UHTep-
Banam 0. AnekcaHapoBu4 U coaBT. [8]) B MNepBble CYTKM

Ta6nuua 3. XapaktepucTrka 60MbHbIX C HU3KMM M BbICOKMM PUCKOM NIeTanbHOro ucxoga (no wrane PIM3) npu rocnutanvMsauunun B oTaeneHne

aHeCcTe3nosIorMn n peaHnmaummn

Table 3. Structure of patients with low and high risk of mortality (PIM3 score) at ICU admission

Nokaszarenu HuU3Kui pucK netanbHOro BbICOKUI PUCK NIeTa/IbHOIO
ucxopa (n = 56) ucxoga (n =10) p

BeposATHOCTb neTanbHOro ucxoaa, % 23 (6; 36) 62 (60; 76) 0,001
Mon (MycKow), a6e. (%) 35 (63) 8(80) 0,474
BoapacT, net 0,7 (0,2; 4,0) 2,0(0,9;7,0) 0,700
3a6oneBaHus, abe. (%):

®  GPOHXMWT, MTHEBMOHUS 16 (29) 6 (60) 0,072
®  TepPMMUYECKUI OXKOr 10 (18) 2(20) 1,000
®  3MUCUHAPOM 9 (16) 1(10) 1,000
® BPOMXAEHHbINA MOPOK NErKmx 0(0) 1(10) 0,152
e OTpaBfieHne 2 (4) 0(0) 1,000
° BHyTpUYepenHas runepTeH3uns 2 (4) 0(0) 1,000
e MaTO4YHOE KpoBOTEeYeHue 1(2) 0(0) 1,000
® MEeHWHroaHuedanut 3(5) 1(10) 0,490
*  UHDEKLMS MOYEeBbIBOASLMX NyTEN 2 (4) 1(10) 0,394
® yepenHo-Mo3roBas TpaBMa 3(5) 1(10) 0,490
® MaxoBas rpbhxa 1(2) 0(0) 1,000
e neduUUTHAs aHEMUS 2 (4) 0(0) 1,000
e nvabeTnyecKui KeToaumao3 2 (4) 0(0) 1,000
® HacneacTBeHHasi MMonaTus 0(0) 1(10) 0,152
® MEepuUTOHUT 1(2) 0(0) 1,000
® HapylleHus puTMa cepaua 2 (4) 0(0) 1,000
Xupyprudeckui npodunb*, aée. (%) 24 (43) 4 (40) 1,000
MBI/, a6c. (%) 6(11) 7(70) 0,001
[nutenbHocTb Npe6biBaHusa B OAP, cyT 35(1;7) 2(1;3,5) 0,268
JNleTanbHbln ncxoa, aée. (%) 0(0) 2 (20) 0,021

lMpumeyanme. UBJ1 — UCKycCTBEHHasa BeHTUNAuus nerkux, OAP — oTaeneHne aHecTe3nonorum U peaHnMaumm. * — naymeHt
rocnuTannM3npoBascs B 0HO U3 XMPYPrUYECKUX OTAENEHUI CTaLMOHapa ANs pelleHns Bonpoca 0 HE06X0AMMOCTU XMPYPruiYecKon onepauum.
Note. UBJ1 — artificial lung ventilation, OAP — intensive care unit. * — patient hospitalized in any surgical department to estimate the need

for surgery.



Ta6nuua 4. HactoTta OTKIOHEHWI BUTaNbHbIX NOKa3aTenemn oT pedepeHCHbIX MHTepBanoB Npu NOCTYNAEHUN B OTAETEHWE aHeCTE3U0Nornn

U peaHnmauun

Table 4. Frequency of vitals deviations from reference ranges at admission to intensive care unit

MNokaszarenm HuW3KMi pUcK netanbHoOro ucxoaa BbICOKUWI PUCK NeTanbHOro ucxopa
(n = 56), a6c. (%) (n = 10), a6c. (%) p

yccr

o | 2(4) 0(0) 1,000
o 1 17 (30) 2(20) 0,711
® CymMMapHOe OTK/IOHEeHHe 19 (34) 2 (20) 0,483
yce?

o | 3(5) 0(0) 1,000
o 1 41(73) 5 (50) 0,156
® CymMMapHoOe OTK/IOHEeHUe 44 (79) 5 (50) 0,109
yat

o | 6(11) 0(0) 0,580
o 1 8(14) 0(0) 0,342
CyMMapHOe OTKNOHEeHne 14 (25) 0(0) 0,104
4yaz2

o | 23 (41) 0(0) 0,011
o 1 13(23) 0(0) 0,190
® CyMMapHOe OTK/IIOHEeHHe 36 (64) 0(0) 0,001
CAL*

e | 4(7) 2(22) 0,191
o 1 24 (43) 1(11) 0,137
® CymMMapHOe OTK/IOHEeHUe 28 (50) 3(33) 0,480
AAL*

o | 9(16) 2(22) 0,642
o 1 2(4) 0(0) 1,000
® CyMMapHOe OTKIOHEHUe 11 (20) 2(22) 1,000
?P(iz 11 (20) 2(20) 1,000
TeMTnepaTypa Tena 10 (18) 0(0) 0,338

MpumeyaHue. 1 — pedepeHcHbln nHTepsan no [8), 2 — pedepeHcHbi nHTepsan no [11]. | — HuxKe pedepeHcHoro npeaena, | — Bbile
pedepeHcHoro npegena. CyMMapHoe OTKIIOHEHUE — CyMMapHOE KOIMYECTBO NaLMEHTOB, Y KOTOPbIX PErMCTPMPOBANUCH 3HAYEHUS
noKasaTtenen Bblle U HUKe pedepeHCHOro nHtepeana. * — sHadvenuns CAL v JAL n3BectHbl ans 9 60MbHbIX FPynMbl BbICOKOTO pUCKa.

YCC — vacTtoTa cepaeyHblx cokpalleHuin, Y — vactoTta abixaHus, CALL — cuctonnyeckoe aptepuanbHoe gasneHune, AL — guactonmyeckoe
apTepuanbHoe aasnexune, SpO, — caTtypaLusa KUCIOPOLOM MyNbCUPYIOLLEh apTepUanibHOM KPOBMU.

Note. 1 — reference ranges according to [8], 2 — reference ranges according to [11]. | — below reference range, 1 — above reference ranges.
Total deviation — total number of patients who had lower or higher indicator values than reference ranges. * — SBP (CAZl) and DBP (JA)
values are known for 9 patients in high risk group. YCC — heart rate, 4/ — respiratory rate, CAZL — systolic blood pressure, JAL — diastolic

blood pressure, SpO, — oxygen saturation in arterial blood.

rocnutanusauum B OAP, HO He B nocneaytollem, 6bina Bbllle
B rpynmne HU3KOro pMcKa NetanbHOro ucxoaa.

OrpaHu4YeHUs uccnegoBaHus

Pasmep BblI6OPKM Obll OFPaHUYEH, YTO yBEIUYUBasIo
BEPOSATHOCTb Cly4anHOM OWKOKK. MmeeTcs BbiCOKas BEpO-
ATHOCTb OWWGKKM BTOPOro poja (BbIABUTb pasnnyua Tawm,
rae WX HeT), COOTBETCTBEHHO, NpeAcTaBfieHHble AaHHble
06 OTCYTCTBWUM CTATUCTUYECKU 3HAYUMbIX PA3NUYUIN BUTANb-
HbIX MoOKa3aTenen B rpynnax BbICOKOrO M HU3KOrO pUCKa
NeTanbHOro nucxoa MoryT 6biTb OWMGOYHBIMK U OT/IMYATLCS
OT pe3yNbTaToB, KOTOPbIE MO/M 6bITh NOJTy4EHbI Ha BbIGOPKE
6onbliero o6bema.

Pernpe3eHTatMBHOCTb BbIOGOPKU uccieaoBaHns. Ham
He O6blla gocTyrnHa MHbopMaunsa 06 o6WeEM yucne aeten
peaHMMaLMOHHOro NPodusa, NPONIeYeHHbIX BO BCEX MEAK-
LIMHCKMX opraHm3aumsax MoCKOBCKOM o6nactu 3a nepuoj
npoeeaeHns uccnegoBaHuns. bonee Toro, oT6op NaLMEHTOB
NS NPOBEAEHHOro HaMu UcceaoBaHMsA He Oblfl CIIIOWHbIM
W He BKJoYan ciiy4an ¢ OTCYTCTBYIOLLEN MeAULIMHCKOM AOKY-
MeHTaumen. BkaoyeHne B nccnegoBaHue 7 MeOULIMHCKUX

KapT, KOTOpble He 6blan JOCTYMHbI 415 aHanu3a, No Halemy
MHEHMUI0, HE MOIJ/10 NMOB/IMATbL HA OCHOBHOW pe3ybTaT Uccie-
[JOBaHWUS, MOCKO/bKY 3TW NaLMEHTbl SABASANCb GOSIbHbIMU
HW3KOro pUCKa (rocnuTannM3npoBaHbl MOCe NAaHOBbIX One-
pauum, He COMPOBOXKAABLLMXCS OCNOXKHEHUAMMN).

[Aun3zariH uccnegoBaHmsi. AHaNN3 OTKIIOHEHUIN BUTasIbHbIX
rnokasaTenen He Mo neTanbHbIM UCXOAaM, a Mo CypporaTtHom
Mepe BEPOSTHOCTM TaKUX UCXOA0B (OUeHKa no wKane PIM3)
06ycnoBfieHa OTHOCUTENbHO HU3KWMM YPOBHEM JfeTaNibHO-
CTU B COBPEMEHHbIX PEaHUMALIMOHHbIX OTAENEHNSX Neana-
TPUYECKMX CTaLMOHAPOB, YTO MPUBOAMT K HEOMpPaABAAHHOM
AMTENbHOCTU HaKOoMAeHUs MHPopMauuuM Npu OAHOLEH-
TPOBOM uccnefoBaHuKU. lNpuUMeHeHue anbTepHaTMBHOMO
On3alHa WCCNeaoBaHUs «Cly4an-KOHTPOAb» MPU OTHOCHK-
TeNbHO HEBGONbLWOM KOMMYECTBE CNy4yaeB fieTalbHbIX MCXO-
[0B, MO HalWeMy MHEHWIO, TaKXKe He MO0 6bl YAyyluTb
KayecTBO uccnegoBaHus. TakkKe cneayer OTMETUTb, 4TO
[JaHHble 6blM NONYyYeHbl HE B MPOCNEKTUBHOM MCCeL0Ba-
HWUKW, @ U3 MEAMLIMHCKON AOKYyMeHTaumnn. ®aKT nuamepeHus
noKasaTtens onpeaensncs no HaauM4ymto pesynbrata B Meau-
LIMHCKOM KapTe, C YeM MOIK GblTb CBSI3aHbl BO3MOXHbIE
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OpuruHanbHasa cTaTtbs

Ta6nuua 5. OTKIOHEHMS BUTaNbHbIX NOKa3aTtenemn ot pedbepeHcHbIX Npeaenos B 1—5-e cyT Nnpe6biBaHUa AeTen B OTAENEHNe aHecTe3MoNorum
1 peaHnMauum
Table 5. Vitals deviations from reference ranges in 1-5 days of hospital stay in intensive care unit

Hu3Kui puck

BbICOKMI pUCK

Hu3kum puck

BbICOKMWA PUCK

NeTanbHOro NetanbHOro p netanbHOro netanbHOro p
ucxopa ucxopga ucxopa ucxopa
1-e cyt (n =56/10)
Yyce:
o | 6(11) 0(0) 0,735 50 (44; 56) 0(0;0) 1,000
o 1 29 (52) 4 (40) 0,295 33(17; 71) 67 (29; 100) 0,203
® CyMMapHOe OTK/IoHeHue3 35(63) 4 (40) 0,295 38(17;71) 67 (29; 100) 0,289
Yycez
o | 7 (13) 0(0) 0,298 44 (30; 60) 0(0;0) 1,000
o 1 49 (88) 5 (50) 0,013 89 (50; 100) 100 (100; 100) 0,432
® CymMMapHOe OTK/IOHEHWe 53 (95) 5 (50) 0,013 88 (50; 100) 100 (100; 100) 0,372
CAL?
o | 16 (29) 2(20) 0,715 27 (14; 33) 78 (67;89) 0,157
o 1 31(55) 3(30) 0,180 67 (25; 100) 100 (67; 100) 0,289
® CymMMapHOe OTK/IOHEHWe 43 (77) 5 (50) 0,121 44 (25; 100) 89 (67; 100) 0,219
[OAQ2
o | 18(32) 5 (50 0,300 31 (14; 50) 57 (33;67) 0,446
o 1 4(7) 2 (20) 0,222 27 (15; 67) 42 (33; 50) 0,533
® CyMMapHOE OTKIOHEHUe 22(39) 6 (60) 0,302 31 (14; 50) 57 (33;67) 0,100
TemnepaTypa Tena
. 16 (29) 2 (20) 0,715 18(11; 39) 30 (22; 38) 0,549
SpO,
o | 9(16) 1(10) 1,000 29 (20; 63) 100 (100; 100) 0,001
yat
o | 14 (25) 0(0) 0,104 40 (22; 67) 0(0;0) 1,000
o 1 10 (18) 1(10) 1,000 83(33; 100) 11 (11;11) 0,001
® CyMMapHOe OTK/IoHeHue3 24 (43) 1(10) 0,076 50 (27; 100) 11(11;11) 0,001
442
o | 8(14) 0(0) 0,342 0(0; 10) 22 (22;22) 0,001
o 1 21 (38) 2(20) 0,474 43 (22; 100) 36 (22; 50) 0,640
® CyMMapHOe OTK/IOHeHne 43 (77) 2(20) 0,001 78 (50; 100) 53 (50; 56) 0,315
2-ecyt(n=31/7)
ycet:
o | 3(10) 1(14) 1,000 33(8; 58) 17 (17;17) 0,001
o 1 18 (58) 3(43) 0,678 50 (17;75) 67 (58; 92) 0,221
® CymMMapHoe OTK/IOHEeHWe 21 (68) 4(57) 0,672 50 (17; 60) 63(38;79) 0,452
4ycez
o | 3(10) 1(14) 1,000 33(33;83) 8(8;8) 0,001
o 1 28 (90) 4(57) 0,063 100 (33; 100) 100 (92; 100) 0,424
® CymMMapHoe OTK/IOHEeHWe 29 (94) 5(71) 0,148 100 (50; 100) 100 (83; 100) 0,925
CAL?
o | 6 (19) 2(29) 0,624 67 (8; 100) 25(17; 33) 0,643
o 1 15 (48) 5(71) 0,410 100 (50; 100) 100 (67; 100) 0,933
® CyMMapHOe OTKIOHEeHUe 19 (61) 7 (100) 0,075 100 (50; 100) 67 (33;100) 0,334
AAD?
o | 12 (39) 4(57) 0,425 38(17;63) 29 (17;42) 0,521
o 1 2(7) 1(14) 0,467 21 (8; 33) 58 (58; 58) 0,001
® CymMMapHoe OTK/IOHEeHWe 14 (45) 5(71) 0,405 33(8;50) 33(25; 50) 0,964
TemnepaTypa Tena
o 1 10(32) 3(43) 0,672 16 (8; 25) 17 (17; 33) 0,573
SpO,
o | 8(26) 1(14) 0,249 21 (13;67) 100 (100; 100) 0,001
Yo
o | 8(26) 0(0) 0,307 17 (17; 50) 0(0;0) 1,000
o 1 4(13) 0(0) 0,545 100 (100; 100) 0(0; 0) 1,000
® CyMMapHOe OTKIoHeHue3 12 (39) 0 (0) 0,075 50 (17; 100) 0(0;0) 1,000
Y2
o | 19 (61) 2(29) 0,207 75 (25; 100) 79 (75; 83) 0,857
o 1 19 (61) 2(29) 0,207 75 (25; 100) 79 (75; 83) 0,857
® CymMMapHoe OTK/IOHEeHWe 24 (77) 3(43) 0,161 88 (54; 100) 75(17; 83) 0,313




Ta6nuua 5. [TpogomxeHne

Hu3Kkuit puck
neTanbHOro

BbICOKUI PUCK
neTanbHOro

Hu3kui puck
NieTanbHOro

BbICOKUI pUCK
NieTaNbHOro

ucxopa ucxopa ucxopa ucxopa
3-ncyr(n=21/7)

yccet:

o | 1(5) 0 (0) 1,000 33(33;33) 0(0; 0) 1,000

o 1 12 (57) 3(43)9 1,000 29 (13;42) 58 (8; 100) 0,448

® CymMMapHoe OTK/IOHEHUe 13 (62) 3(43) 0,642 33(17;42) 58 (8; 100) 0,439

ycez:

o | 1(5) 1(14) 0,444 17 (17; 17) 8(8; 8) 0,001

o 1 19 (91) 5(71) 0,253 100 (75; 100) 100 (50; 100) 0,891

® CyMMapHOe OTKNOHEHHUe 19(91) 6 (86) 1,000 100 (75; 100) 75 (41; 100) 0,400

CAQ?

o | 4(19) 1(14) 1,000 75 (63; 88) 25 (25; 25) 0,001

o 1 11 (52) 5(71) 0,662 83 (25; 100) 100 (100; 100) 0,320

® CyMMapHOe OTKIOHEHUE 15(71) 6 (86) 0,639 75 (33; 100) 100 (25; 100) 0,519

AAL2

o | 10 (48) 2(29) 0,662 29 (17; 50) 17 (8; 25) 0,364

o 1 3(14) 3(43) 0,144 17 (8; 50) 25 (8; 50) 1,000

® CymMMapHOe OTK/IOHEeHWe 13 (62) 5(71) 1,000 25 (16; 50) 25 (8; 25) 0,503

Temnepatypa Tena

o 1 10 (48) 3(43) 1,000 21 (8; 25) 50 (17; 58) 0,161

SpO,

o | 4(19) 2(29) 0,622 33(13;63) 54 (17;92) 0,533

yal:

o | 3(14) 1(14) 1,000 42 (8;92) 50 (50; 50) 0,001

o 1 6 (29) 0(0) 0,288 71(42;75) - -

® CymMMapHoe OTK/IoHeHne3 9(43) 1(14) 0,364 67 (42; 75) 50 (50; 50) 0,001

4yaz:

o | 7(33) 2(29) 1,000 100 (58; 100) 96 (92; 100) 0,889

o 1 9(43) 0(0) 0,062 100 (58; 100) 0(0; 0) 1,000

® CymMMapHOe OTK/IOHEeHWe 15(71) 2(29) 0,076 100 (58; 100) 96 (92; 100) 0,941
4-e cyT (n=18/6)

Yycect:

o | 2(11) 0(0) 1,000 46 (25; 67) 0(0; 0) 1,000

o 1 10 (56) 2(33) 0,640 26 (17; 75) 54 (25; 83) 0,758

® CymMMapHOe OTK/IOHEeHWe 12 (67) 2(33) 0,192 26 (21;71) 54 (25; 83) 0,659

ycez:

o | 2(11) 0(0) 1,000 33(17;50) 0(0; 0) 1,000

o 1 17 (94) 4(67) 0,143 100 (46; 100) 79 (46; 100) 0,763

® CymMMapHoOe OTK/IOHEHUe 18 (100) 4(67) - 96 (46; 100) 79 (33; 100) 0,774

CAQ?

o | 7 (39) 1(17) 0,621 17 (8; 75) 17 (17; 17) 0,001

o 1 6(33) 5(83) 0,061 63 (8; 100) 100 (17; 100) 0,662

® CyMMapHoOe OTKNOHEHWe 12 (67) 6 (100) 1,000 44 (13; 96) 58 (17; 100) 0,682

AAL?

o | 11 (61) 2(33) 0,239 27 (17; 50) 21 (8; 33) 0,641

o 1 0(0) 3(50) 0,001 - 8(8;17) -

® CyMMapHOe OTKIOHEHUEe 11 (61) 5(83) 0,621 27 (17; 50) 8(8;17) 0,069

TemnepaTtypa Tena

o 1 7(39) 3(50) 0,665 8(8;17) 83(8;92) 0,267

SpO,

o | 3(17) 1(17) 1,000 33(18; 83) 100 (100; 100) 0,001

yal:

o | 3(17) 0 (0) 0,546 33(8; 100) 0(0; 0) 1,000

o 1 5(28) 0(0) 0,280 83(33;92) 0(0;0) 1,000

* CymMMapHoe OTK/IoHeHne3 8 (44) 0(0) 0,066 58 (33;96) 0(0;0) 1,000

ya2:

o | 7(39) 1(10) 0,621 42 (25; 100) 50 (50; 50) 0,001

o 1 8 (44) 1(10) 0,351 83 (50; 100) 33(33;33) 0,001

® CyMMapHOe OTKIOHEHUEe 12 (67) 2(20) 0,192 88 (50; 100) 42 (33; 50) 0,088

BOMNPOCbLI COBPEMEHHOW NEAWATPUU /2019/ TOM 18/ N2 6



OpuruHanbHas ctaTbf

Ta6nuua 5. [MpogonxeHne

[lons U3MepeHUi ¢ OTKNOHEHUEM

(AL

LD LIS LB, ST (6) oT pepepeHCHOro uHTepBana, %**

Nokasartenu Hu3KUi pUcK BbICOKMi1 pUCK HU3KMii pUCK BbICOKMi1 pUCK
NieTaNbHOro NieTasibHOro p neTtanbHOro neTanbHOro p
ucxoaa ucxoaa ucxopa ucxopa
5-ecyt(n=12/6)

Ycet:

o | 0(0) 1(17) 0,333 0(0;0) 17 (17; 17 0,001

o 1 8(67) 2(33) 0,321 29 (13; 54) 58(33; 83) 0,400

® CymMMapHoOe OTKJIOHEeHHe 8 (67) 3(50) 0,428 29 (13; 54) 33(17;83) 0,630

ycez:

L 0(0) 0(0) - 0(0;0) 0(0;0) -

o 1 11 (92) 5(83) 1,000 83 (58; 100) 83(17;100) 0,583

® CymMMapHoOe OTKJIOHEeHHe 11 (92) 5(83) 1,000 83(58; 100) 83(17;100) 0,583

CAL?

o | 6 (50) 1(17) 0,316 38(17;92) 50 (50; 50) 0,001

o 1 4(33) 5(83) 0,371 96 (54; 100) 100 (92; 100) 0,730

® CymMMapHoOe OTKJIOHEeHHe 10 (33) 6 (100) 0,529 75 (17; 100) 96 (50; 100) 0,313

[AD?

o | 7 (53) 2(33) 0,620 33(25; 67) 29 (8; 50) 0,500

o 1 0(0) 0(0) - 0(0; 0) 0(0;0) -

® CymMMapHoOe OTKJIOHEeHHe 7 (58) 2(33) 0,620 33(25;67) 29 (8; 50) 0,500

Temnepatypa Tena

. 4(33) 2(33) 1,000 25 (21; 46) 46 (33; 58) 0,533

SpO,

o | 2(17) 2(33) 0,683 29 (25; 33) 58 (17; 100) 1,000

yat

o | 3(25) 0(0) 0,515 25 (25; 25) 41 (42; 42) 0,001

o 1 5(42) 0(0) 0,114 67 (8;92) 50 (50; 50) 0,001

® CyMMapHoe OTKIoHeHne3 8 (67) 0(0) 0,013 46 (17;79) 92(92;92) 0,001

Y2

o | 7 (58) 1(17) 0,152 33(25;92) 17 (17;17) 0,200

o 1 8(67) 1(17) 0,131 71 (29; 96) 33(21; 42) 0,343

® CymMMapHoOe OTKJIOHEeHHe 12 (100) 2(33) 0,005 50 (25; 92) 42 (21;58) 0,527

lMpumeyaHne. HUPHbIM WPUHTOM BbIAENEHbI CTaTUCTUYECKU 3HAYUMbIE Pa3nnyns. ¥ — YUCO NaLMUEHTOB, Y KOTOPbIX 3aperncTpupoBaHbl
OTK/IOHEHUS MOKa3aTeNen B TeYEHNE CYTOK; ** — cpefHsAa YacToTa perucTpaLiMn OTKIIOHEHUS NMOKa3aTenen y O4HOro naLueHTa B Te4eHne
CYTOK. | — HUWXKe pedepeHcHoro npegena, | — Boilwe pedepeHcHoro npegena. CyMMapHoe OTKIOHEHWE — CYMMapHO€E KOIMYECTBO MaLMEHTOB,
Y KOTOPbIX PETUCTPUPOBANMCH 3HAYEHMWS NOKa3aTesNei Bbllle U HKe pedepeHcHoro nHTepsana. 1 — pedepeHcHblin MHTepsas no [8];

2 — pedepeHcHbIi MHTEpBan Mo [6]; 3 — cymMMapHOe KOAMYecTBO NaLMeHToB, Y KOTOPbLIX PErMCTPMPOBAUCL YKa3aHHble U3MEHEHNS
noKkasaTenein; y OfHOro nauueHTa Mornm 6biTb OTKIIOHEHUS OT pedepeHCHOro HTepBana Kak B 60/bLUYI0, TaK U B MEHbLLYIO CTOPOHY;

He aBnseTca anrebpanyeckon CyMMON NaLneHTOB C OTKIIOHEHUAMU NOKa3aTenew Bolle 1 HUxe pedepeHcHoro nHTepaana. YCC — yacToTta
cepaeyHbIx cokpaleHuin, Y — vactota gbixaHus, CALL — cuctonnyeckoe aptepvanbHoe gaBneHune, JAL — guactonmyeckoe aptepuanbHoe
nasnexune, Sp0, — caTypaLus KUCIOPOAOM My/bCUPYIOLLEN apTepruanbHON KPOBH.

Note. Statistically significant difference is shown with bold type. * — number of patients who had values deviations during the day;

** — average frequency of values deviations records in one patient during one day. | — below reference range, | — above reference range.
Total deviation — total number of patients who had lower or higher indicator values than reference ranges. * — reference ranges according

to [8]; 2 — reference ranges according to [6]; 3 — total number of patients who has registered such deviations; one patient can have deviations
in both ways; it is not algebraic expression of all patients with deviations below or above reference ranges. HCC — heart rate, Y/l — respiratory
rate, CAl] — systolic blood pressure, JA[] — diastolic blood pressure, SpO, — oxygen saturation in arterial blood.

OWKNGBKM MpPU 3aHECEeHUN B KapTy HabnogeHUs OTAeNbHbIX
nokasatenen. TOYHOCTb AaHHbIX MOMa@ CHUXKaTbCS TaKKe
M BCNEeACTBME BO3MOXHbIX OWMGOK MpW BbIKOMMPOBKE,
NMOCKOJ/IbKY pe3ynbTaTbl 3TOM paboTbl He Ay6nMpoBanuCb
W He NepenpoBepsIUCH.

UHTepnpeTauusa pe3ynbTaTtoB UCCef0BaHUSA

[naBHas Lenb NPUMEHEHUS CUCTEM PaHHEro Npeaynpex-
[IEHUS — CBOEBPEMEHHOE BbISIBIEHWE OTK/IOHEHWS BUTab-
HbIX MOKa3aTenen or pePpepeHCcHOro ananasoHa U peakuus
Ha TaKoe OTK/IOHEHWE CO CTOPOHbLI CpeaHero M 0COBEHHO
BpayebHOro nepcoHana. B npoBegeHHOM wccrnegoBaHum
He BbISIBIEHO CYLLECTBEHHbIX Pa3/IMYMM HaACTOTbl OTKIOHE-
Hun YCC, CAL, SpO, 1 TemnepaTypbl TeNa oT pepepeHCHbIX

3HAYeHWM Yy NauMEHTOB BCeEX TPyNMn Kak Mnpu rocnutanu-
3auuu, Tak M B TedeHue 5 cyT HabnogeHuns B OAP, 4yTO
CTaBWT NOJ COMHEHME MPOrHOCTUYECKYIO LIEHHOCTb OTAENb-
HbIX BUTaNbHbIX NOKa3aTtenen. Hamu He 6bIN0 0BHaAPYXEHO
ny6aMKauunin, OLEHMBAIOLWMX MPOrHOCTUYECKYID LEHHOCTb
OTAeNbHbIX BUTaNbHLIX MOKas3aTenen A1 NPorHo3uvpoBa-
HUS neTanbHbiX McxogoB. OTHOCUTENbHO 3DGEKTUBHOCTH
cuctembl PEWS ans npeaynperaeHuss KpUTMHECKUX MHLK-
JIEHTOB MMETCS NPOTUBOPEYMBLIE JaHHble. B xone MHOro-
LLeHTPOBOro MexayHapogHoro wuccnegoBanus [10], BKitO-
yaBwero 144539 nauueHToB 21 chneuvanM3MpoBaHHOIo
neanMaTpUyecKkoro crauuoHapa 7 CTpaH C BbICOKMM YpPOB-
HEM Pa3BUTUS 3KOHOMWKW W, COOTBETCTBEHHO, CUCTEMbI
3apaBooxpaHeHua (benbrus, KaHaga, BennkobputaHus,



Upnanausa, Utanusa, Hosaa 3enaHavs, HuaepnaHabl), 66110
NMOKa3aHo, YTO rocnuTafnbHasa NeTaibHOCTb B MEAULMHCKMX
opraHuM3aumax He3aBUMCMMO OT MCMNOMb30BaHUSA CUCTEM
paHHero npegynpexaeHus CylleCTBEHHO He pasnuyanacsb:
1,93 1 1,56 Ha 1000 BbINUCaAHHbIX MNALMEHTOB COOTBET-
CTBEHHO (OTHOWeHKe waHcoB 1,01; 95% apoBepuTesnbHbIN
nHTepBan 0,61-1,69). B apyrmx He60MbLWNX NCCNEefoBaHUSAX,
BbINO/IHEHHbIX B 3KOHOMMYECKM MeHee 6aarononyyHblx cTpa-
Hax, HaMnpPOTMB, OTMEYEHO MONOXKUTENbHOE BIUSHNE BHEApe-
HWSI CUCTEMbBI PaHHEro npeaynpexaeHns Ha adPeKTUBHOCTb
NlevyeHns geten B BUAE CHUKEHUS HYacTOTbl HEGNAronpUATHbLIX
WMHUMOEHTOB B CTaLlMOHapaXx U CHUXKEHUS YacTOTbl leTanbHbIX
MCXOA0B OT HUX [12, 13], CHUKEHMS 4YacTOTbl OCNOXKHEHWNH
Ha AorocnuTanbHOM 3Tane OKa3aHUs MeaULIMHCKOM NOMOLLM
[14]. OTMeYeHOo yny4dlleHne KOMMYHUKaLMK MexXay Bpadved-
HbIM NEPCOHaNOM MEAMLMHCKUX OpraHu3auuin pasnuyHoro
YpOBHS 4yepe3 1 roa nocne BHEAPEHUS CUCTEMbI PaHHEro
npeaynpexkaeHns 3a cyeT eAnHOO0BpPa3HOM OLIEHKMU U TpaK-
TOBKM MOMly4EHHbIX pe3ynbraToB [15].

Mpn pa3paboTKke CUCTEMbI paHHEro npeaynpexneHus
B KayecTBe MPeAnKTOpPOB 6blM MCMOAb30BaHbl BUTaNbHbIE
nokasaTenn, Hanbosee YacTo UCMONb3yEMblE MEAULMHCKNM
nepcoHanoM 15 OLEHKM COCTOSHWMS nauueHTa. KoHeyHas
cTaTUcTMYecKas MOAeNb, MofyYeHHass ¢ WMCMNoNb30BaHWEM
TEXHOMOMMKU MalMHHOIO 06y4YeHHMs, MOKa3ana BbICOKYO 3Ha-
YMMOCTb MPEAUKTOPOB, OTOGPAHHBLIX HaMW AN U3YHEeHMs
(max oueHka 100): 44 — 100, 4CC — 77, CAO4 — 63,
OAL — 51, temnepaTypa Tena — 43 [16]. NoBcemecTHO
nccnegyemble nabopatopHble MOoKa3aTenu, B TOM 4ucne
rasosoro cocrtaBa (Sp0,), o6naganu 6onee HU3KOW npes-
CKasaTeflbHOW CNOoCO6HOCTbIO, YeM BUTasIbHble — < 41 [16].

O HanuMyum pecnupaTtopHOro agucrpecca nNpu rocnura-
nmnsaumm B OAP y Bcex 60/bHbIX BbICOKOrO pUCKa B HalleMm
nccnefoBaHWM CBUAETENbCTBYET CHUXEHMEe MoKasaTtens
Sp0, BO BCEX Clydasx Ha NMPOTAXEHMUN NepBbIX CYTOK rocru-
Tanuzauun (12 namepeHuin). Heo6xoaMMOCTb UCMOJIb30Ba-
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HUS annapaTHON BEHTUASALMM ABNSETCS OTPAXKEHUEM TaKe-
CTU pecnMpaTtopHom AUCOYHKLNK.

3AK/TIOMEHUE

He ycTaHOBMEHO LEHHOCTM BWTalbHbIX MOKa3aTenen
NS NPOrHO3MPOBAHUA NETaNbHOr0 MCX0Aa, 3a MCKIOYEHU-
eM Heob6XOAMMOCTU MCKYCCTBEHHOW BEHTUAALMU NErKux.
B TO )Xe Bpems OTAeNbHble UCCNeaoBaHWUa CBUAETENbCTBY-
10T KaK 06 addeKTMBHOCTM cuctembl PEWS B uenom, Tak
W BUTalbHbIX MOKa3aTenen B HacTHOCTU. [pun 3TOM oTaeNbHble
BUTa/bHblE NMOKa3aTeNn UMEIOT pas3Hylo NpeacKasaTefibHyto
LleHHOCTb. M3n0)XeHHoe, MO HallemMy MHEeHWI0, CBWeTeNb-
CTBYET O HEO6XOAMMOCTU KOMMIEKCHON AMHAMMNYECKON OLIEH-
KM 06LEero COCTOSIHUSA MNalMeHTa C WCMoSib30BaHMEM KaK
BUTaNbHbIX MOKa3aTenen, Tak U NapakIMHUYECKUX AaHHbIX.
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0O60ocHoBaHHe. [Mnogpocpatasns — peaKoe HacaeACTBEHHOe 3ab0/ieBaHNe, BbI3BaHHOE AEPULINTOM M30(pepMeHTa TKa-
HeHecneunpUIHOM LWesr04HOM pocaTtasbl, NPOSIBASETCA HapyLeHMEeM MUHepaan3aLmm KOCTen 1 3y60B, 31E€KTPOTUTHLIMMU
M AbiXaTe/IbHbIMU HapyLLIEHUSIMU, CYAOPOXHBIM CUHAPOMOM, 3a4€PKKON PU3NYECKOro pa3BUTUS, HEQPOKabLIMHO30M. Pej-
KOCTb 3ab60/1eBaHusl, MOJIMMOPOUIM KIMHUYECKMX MPOSIBJIEHUH, HECMEUNPUYHOCTb »Kanob SBASIKIOTCS MPUYUHON MO3AHEN
AMarHoCTuKmM runogocoatasun. [is nevyeHuns TsxKeabix GopmM 3aboseBaHns NPUMEHSIETCS pepMeHTO3aMeCTUTE /IbHas Tepa-
nms pPEKOMOMHaHTHOM LLEeI04YHOH pocpaTaldon — acpoTalon aibpa. OnucaHne KIMHUYEeCKOoro cayyas. /[JeBoyka, BO3pacT
1 roag 4 mec, rocnutaan3upoBaHa B N1aHOBOM MOPsAKE C xanobaMu Ha 3a4epKKy GU3NYECKOro 1 ncMxoMoTOPHOro pas-
BUTUS, AeDOPMaLNI0 HUKHUX KOHEYHOCTEH, rPyAHON KIETKU, HapyLieHMe MOoX0AKK, BbinageHne 3y60B, ¢ ANarHo30om «6esi-
KOBO-Ka/lopuiHas He4ocTaTo4HOCTb». OTMEYEHbI PaxnTonogob6HbIe N3MEHEHUS] CKeeTa, MUOMaTUYECKMI CUHAPOM, paHHee
BblnafjeHne HeEM3MEeHEHHbIX 3y60B, renatomeranaus. BoisiBieHa CHMKEHHas aKTMBHOCTb LLE€/104HOM ¢pocgaTasdbl B CbIBOPOTKE
KpoBu (33 Ea/n; Hopma 156-369 Ea/n). AnarHoctmpoBaHa nHaHTUAbHas ¢opma runopocpatasuu. [lpu MOAEKYASIPHO-
reHeTM4yecKom ucciefoBaHun B reHe ALPL o6Hapy)KeHbl naTtoreHHble BapuaHTsl ¢.526G>A (p.Alal76Thr) n c.1375G>A
(p/Val459Met) B KOMnayHA-retepo3nroTHoOM COCTOSIHUM, MOATBEpAMBLUME AuarHo3. B Bo3pacte 1 roga 10 mec 6bina
HavaTta Tepanus acgoTalon ajbpa B JO3MPOBKE 2 Mr/KI Macchl Tesa MogKOXHO 3 pal3a B Hejgeso. 3a 6 mec Tepanuu
Hab114a/1M 3Ha4YUTe/IbHOE YBEIMYEHUE aKTUBHOCTH LLEJI0YHOHN pocdaTasbl (MakcnmasibHo 4400 Ea/n), macceel Tena (+2 Kr),
pocTta (+6 cM), yMEHbLLIEeHME BbIPaXKEHHOCTH KOCTHbIX AedopMaLmi, BOCCTAHOB/IEHME MbILIEYHOIro TOHyCa, HoOpMaan3aumio
r10X0A4KM, NOBbILIEHNE TOIEPAHTHOCTM K PU3UYECKNM Harpy3kam. BBegeHue npenapata nepeHocuia yaoBaeTBOPUTENbHO.
Pegko B mecTe MHbEKUMM OTMeYasin MosiBieHne runepemMun 4o 4 cMm B gMamMeTpe C yMEePEeHHbIM YIJIOTHEHMEM, KoTopast
CaMOCTOSITE/IbHO pa3peluanachk B TeyeHme 2—3 cyT. 3akadeHune. [layneHtam ¢ paxmTonogobHbiMu 3a601€BaHUSIMN C HU3-
KOV aKTMBHOCTBIO LLIESIOYHON pocpaTasdbl HE0bXoauMa reHeTudecKas AMarHoCTUKa A/15 NoATBEPKAEHMS rurnogpocpatasni.
CBoeBpeMeHHasi AMarHOCTUKa U Ha3HavYeHne GepMeHTO3aMeCTUTE/IbHOM Teparnmm MOXKET CyLLECTBEHHO YY4lLINTb Ka4eCTBO
XKU3HU JETEN C runogocpaTtasnei.

Knio4yeBble cnoBa: feTu, runopocpatasusi, paxmtonogobHble 3aboseBaHus, Le104Has pocpatasa, acoorasa asbda, reH ALPL.

(Ana ynTupoBaHms: fabpycckas T. B., MaHoTuHa 4. B., PeBHoBa M. 0., KocTuk M. M. MHbaHTUNbHasa dopma runodocdata-
31U KNMHUYECKWI cnydal. Bonpockl coBpemeHHou negnatpun. 2019; 18 (6): 452-457. doi: 10.15690/vsp.v18i6.2065)

OBOCHOBAHME POXHbIM cuHApomoM [3]. UHbaHTuNbHas dopma rmnodoc-

Mnodocdatazma — pegKkoe HacnefCTBEHHOE paxuTo-
nogo6Hoe 3aboneBaHue, CBA3aHHOE C MyTaLMAMKU B reHe
ALPL, KogupytoLiem TKaHeHecrneuudUYHyto Weno4Hyo doc-
daTtasy (THLLP) [1]. MyTauun B reHe ALPL npuBOAAT K CHU-
YKEHMIO aKTUBHOCTU depMeHTa, 4TO CNoCcOo6CTBYET HapyLle-
HWIO MPOLLECCOB KOCTHOM MUHepanu3aumu. B 3aBucumoctum
OT KIMHMYECKOW KapTUHbI M BO3pacTa MaHudecTaLmun nep-
BbIX KIMHUYECKUX MPOSIBAEHUI BbIAENSIOT NepUHATaNbHYLO,
MHGaHTUNBbHYIO, AETCKYIO, B3pocnyto ¢opMbl runodocdarta-
31U K ofloHTornnodocdharasuio [2].

OCHOBHbIMU KIMHUYECKUMU CUMNTOMaMun 3abonesa-
HKUS ABNAIOTCA PaxMTonoAobHble n3meHeHus, gedbopmaLimm
KOHEYHOCTEN, rPYAHON KNETKK, CYAOPOXKHbIV CUHAPOM, Kpa-
HMOCWMHOCTO3, MUONaTUs, apTpanruu, 3ageprka dusnde-
CKOro passButud, runepkanbumnemmns [3]. Oco6eHHOCTbIO
runodocdatasum asnsetcs obpaTHas 3aBUCUMOCTb TSKe-
CTU KNMHUYECKUX MPOSBNEHMI OT Bo3pacTa. Tak, Hanbonee
TAXKENON aBnseTca nepuHatanbHas dopma 3aboneBaHus,
npoTeKatwas ¢ BblpaxeHHbIMU aedopmMaunsiMn KOHEYHO-
CTEN U TPYAHON KNETKM, TMNonaasnen nerkux, abixatenbHom
HEeJOoCTaTOYHOCTbIO, ANEKTPOAUTHLIMU HapPYLUEHUAMU, CYLO-

daTa3nn NnpoTeKaeT fierye, ¢ NoSBIEHUEM B NepBble 6 mec
W3HU NPU3HAKOB paxuTa, CUMNTOMOB rMnepKaabLMeMmnm
(pBOTa, CpbIrMBaHKs, 06€3BOXKMBaAHWE, YTHETEHUE CO3Ha-
HWS), BUTaMUH Bg-3aBUCHMMbBIX CYLOPOr, KPaHWMOCMHOCTO-
3a, HeppoKanbLMHO3a, 3a4ePKKM GUINYECKOTO pa3BUTUS
[4, B]. AeTckas dpopma runodpocdaTasunm ebioTMpyeT B BO3-
pacte oT 6 Mec Ao 18 neT u Ans Hee XxapaKTepHbl PaxMTo-
noao6Hble M3MEHEHMS OMOPHO-ABWUraTe/IbHOro annapara,
BKIOYas aedopMaLmm, HapyleHe NOXOAKK, MuonaTuye-
CKME NPOSIBNEHUSA, apTpanruu, 3a4epxKy pocta u Gpusnye-
CKOro passutug [6, 7]. B3apocnas ¢popma runodocdartasum
ABASETCA MaslOCUMNTOMHbIM 3a6051eBaHUEM, 4151 KOTOPOro
B 6OJblLEV CTENEHM XapaKTepHbl NaToNOrMYecKne nepeno-
Mbl, HU3KOPOCNOCTb, MUANTUKN, apTPaNrumn, SBNEHUS XOHA-
poKanbunHo3a [8—10]. OpoHTorMnodocharasma aBaseTcs
GOpMOK, IMMUTMPOBAHHOW MONOCTbIO pPTa, ANS KOTOPOM
XapaKTepPHO paHHee BbiNaeHMe MOJIOYHbIX 3y60B C MHTaKT-
HbIMW KOPHAIMMW MpPW OTCYTCTBWMM CKENETHbIX MPOSBNEHMN
[11]. PaHHee BblinafeHWe HEU3MEHEHHbIX UKW Manousme-
HEHHbIX MOJIOYHbIX 3y60B SBASETCA TUMMYHBIM M ANS APYrUX
dopm runodocdartasmm [12]. OCHOBHbIM BUOXMMUYECKUM



MapKepom 3aboneBaHua ABNSETCS CHUMKEHWE aKTUBHOCTU
obulen wenovyHon docdartasbl HMKe pedepeHCHbIX 3Hauve-
HUM ans cooTBeTcTBYyloWero Bo3pacta [13]. Tunn4YHble peHT-
reHONOrMYeCcKne NposiBNeHns 3aboneBaHuUs — MPU3HaAKK
OCTEOMaNALMK B COYETaHUN C 30HAMKW PaAMONPO3PavyHOCTH
MeTadn30B, TaK Ha3blBaeMble A3blKW MIaMEHM, NMOCKONbKY
no ¢opme HanomuHatoT nnamsa ceeudu [14, 15]. Ang nedyeHus
runodocdartasnm Ucnosib3yetcs peKkombuHaHTHas THLLD —
acdoTasa anbda [16, 17].

Hwe npuBoauTCca onucaHue cnydas WMHOaHTUIbHOM
dopMmbl runopocdartasun. NokasaHbl TPYAHOCTU ANArHOCTH-
K 3a60neBaHuUs, Y4TO SBASETCA HEpPeaKuM ANa MalMeHToB
¢ runogpocdarasunen [18].

KNIUHUYECKUIA NPUMEP

O nauueHTe

[eBoyka 3., Bo3pacT 1 rog 4 Mec, rocnutannsnpoBaHa
B NJIaHOBOM MOpsiAKe 415 06CnefoBaHNs B racTPO3HTEPOO-
rnyeckoe otaeneHue Cr6ITIMY (CaHKT-lNeTepbypr) ¢ Kano-
6amMn Ha 3adepKKy GU3MYECKOro M MCUXOMOTOPHOro pas-
BUTUSA, AePopMaLMi0 HUKHUX KOHEYHOCTEN, TPYAHON KIETKM,
HapylweHWe NOXOA4KMW, BbinageHue 3y6oB. HanpaBUTENbHbIN
anarHo3: «<benkoBo-KanopunHaa HeaoCTaTO4HOCTb.

N3 aHamHe3a: nepuHaTtanbHbli nepuog 6e3 0CO6EeHHO-
cTen, macca Tena npu poxaeHun 3650 r, pocT 53 cM, OLleHKa
no wkane APGAR 8/9 6annoB. Ha rpyaHom BCKapMauBa-
HUKM OO 2 Mec, 3aTeEM — WCKYCCTBEHHOE BCKapmauBaHue
afanTMpPOBaHHOW CMECbi0 Ha OCHOBE KOPOBbLErO MOJOKA.
C 4-mecs4HOro BO3pacTa CTalu OTMeYaTb HedoCTaTOYHYHo
npubaBKy macchl Tena (puc. 1). B Bospacte 1 roga ocmatpu-
BaflaCb OPTOMNEAOM MO MECTY XWUTEeNbCTBA: COrnacHoO 3anucu
B MEeOMLMHCKON KapTe amOynaTopHOro nawluMeHTa, OpTo-
negnMyeckon natonorMm He BbiiBNEHO. B BospacTte 1 roga
1 Mec y pebeHKa Bbinano 2 HEM3MEHEHHbIX 3yba. YKazaHui
Ha HacneacTBEHHbIE WKW UHble XPOHMYECKne 3aboneBaHus
Yy POACTBEHHUKOB He 6blIno.

Puc. 1. luHamuKa npubaBKK Macchl Tena pebeHKa A0 NOCTaHOBKHM
AnarHosa u Ha ¢doHe HavyaTon Tepanuun acdotason anbda

Fig. 1. Dynamics of weight gain in the child before diagnosis and
during the administration of asfotase alfa
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dusuKanbHaa JUarHocTuKa

lpu noctynneHun: COCTOAHUE CPEAHEN CTENEHU TaxKe-
CTn, 0OycnoBNEHHOE 3afeprKKOM (GU3MYECKOro pas3Bu-
Tma. Poct 74 cm (-1,6 curmanbHbIX OTK/IOHEHWI), Macca
Tena 8 Kr (-2% no pocTy), MHAEKC maccbl Tena 14,5
(Hopma 14,0-16,9) Kr/M2. BblpaxeHHble KOCTHble Aedop-

Mauuu: pas3BepHyTas TrpyaHas KeTKa, BblparKeHHas
rappucoHoBa 60po3aa, BanbrycHasa agedopmMauus HUK-
HUX KOHEYHOCTENW, o6pa3oBaHMsA MO TUMY YETOK B pawo-
HEe Jly4e3ansiCTHbIX CYCTaBOB, BbIPa)EHHble TEMEeHHble
6yrpbl. lMoxoaKka HapylleHa, OTMeyaloTcs SBIEHWUS MMO-
natuu. [bixaHue nyapuiabHOE, NPOBOAWUTCA PaBHOMEPHO,
XPUMNOB HET, YacToTa AblXxaHus 26/MuH. UBOT MATKUK,
npv nanbnaunn, 6e360ne3HEHHbIN, NevyeHb +5 cm. Ctyn

Tatyana V. Gabrusskaya?, Yana V. Panutina®, Maria 0. Revnoval, Mikhail M. Kostik?: 2

1 St. Petersburg State Pediatric Medical University, Saint Petersburg, Russian Federation
2 Almazov National Medical Research Centre, Saint Petersburg, Russian Federation

Infantile Hypophosphatasia: Clinical Case

Background. Hypophosphatasia is rare hereditary disease caused by deficiency of the tissue-nonspecific alkaline phosphatase isozyme.
It manifests with bone and teeth mineralisation defects, electrolyte imbalance, respiratory disorders, convulsive syndrome, physical
developmental delay, nephrocalcinosis. The rarity of this disease, clinical polymorphism, non-specificity of complains and signs are
the major reasons of hypophosphatasia late diagnosis. The enzyme replacement therapy with recombinant alkaline phosphatase
(asfotase alfa) can be used for treatment of severe forms of disease. Clinical Case Description. The girl (1 y 4 m) was routinely
admitted with complains of physical developmental delay and psychomotor retardation, deformation of lower limbs, chest, gait
abnormality, teeth loss and with diagnosis «protein-calorie malnutrition». Rickets-like changes in skeleton, myopathic syndrome, early
normal teeth loss, hepatomegaly were revealed. Reduced activity of alkaline phosphatase in blood serum (33 u/l; reference range
156-369 u/l) was revealed. The infantile hypophosphatasia has been diagnosed. Due to molecular genetic testing of ALPL gene we
revealed pathogenic variants ¢.526G>A (p.Ala176Thr) and c.1375G>A (p.Val459Met) in compound heterozygous state. The asphotase
alpha therapy was initiated at the age of 1 y 10 m, the dose was 2 mg/kg subcutaneously 3 times a week. The results of 6 months of
the therapy are the following: significant increase in the activity of alkaline phosphatase (maximum 4400 u/l), body weight (+ 2 kg),
growth (+ 6 cm), reduction of bone deformation, normalisation of muscle tone and gait, exercise tolerance. The patient tolerated the
drug administration well. Rarely there were hyperemia zones up to 4 cm in diameter with moderate induration at the injection site but
they spontaneous disappeared in 2—-3 days though. Conclusion. Patients with rickets-like diseases and low alkaline phosphatase
activity requires performing of molecular genetic testing to confirm hypophosphatasia. Timely diagnosis and early initiation of enzyme
replacement therapy can significantly improve the quality of life of children with hypophosphatasia.

Key words: children, hypophosphatasia, rickets-like diseases, alkaline phosphatase, asfotase alfa, ALPL gene.

(For citation: Gabrusskaya Tatyana V., Panutina Yana V., Revnova Maria O., Kostik Mikhail M. Infantile Hypophosphatasia: Clinical Case.
Voprosy sovremennoi pediatrii — Current Pediatrics. 2019; 18 (6): 452-457. doi: 10.15690/vsp.v18i6.2065)



KnuHun4yecKoe Ha6GnogeHue

Puc. 2. leBoyka 3., 1 roa 4 mec: BHELWHWI BUA NALMEHTKH

C UHbAHTUNABHOW dopMon runodocdaTadum Npu NOCTYNIEHUN
B racTpoaHTeposiornieckoe otaeneHune Crerrnmy

Fig. 2. Girl Z., 1 y 4 m: general appearance with infantile
hypophosphatasia at the hospitalization in gastroenterological

lNpumeyvanne. OTmeveHa gedopmauus pebep, rpyaHom KneTku
(rappvcoHoBa 60po3aa), BanbrycHasa gedbopMaLms HUKHUX
KOHEYHOCTeW, AnCTanbHbIX aNMOU30B KOCTEN Npeanieybs no Tuny
«6pacneTok». UcTouHMK: labpycckas T.B. u coasT., 2019.

Note. Ribs and chest deformity (Harrison's groove), lower limbs
valgus deformity, distal forearm bones epiphyses deformity can be
noted. Source: Gabrusskaya T.V. et al., 2019.

Puc. 3. leBoyka 3., 1 roa 4 mec, nHdaHTUIbHas dopma
runodocdarasnn: PEHTreHONOrMYECKNE UBMEHEHUS NO TUMY
«13bIKOB NAaMeHMU»

Fig. 3. Girl Z., 1 y 4 m, infantile hypophosphatasia: radiologic
abnormalities (lame signs)

\

lNpumevaHme. A — peHTreHorpaMmma eBoro ny4e3ansCTHoro
cycTaBa v 1eBom Knuctu, b — npasoro Tazo6eipeHHoOro cyctasa,

B 1 [ — KOneHHbIX cycTaBoB. 30HbI TMMIOMUHEPaNU3aL MM OTMEYEHbI
cTpenkon. MctouHuK: fabpycckas T.B. n coasT., 2019.

Note. A — X-ray of left radiocarpal joint and wrist, B — right hip
joint, C and D — knee joints. The zones of hypomineralisation are
shown with arrows. Source: Gabrusskaya T.V. et al., 2019.

KalwuueobpasHbin 1-3 pasda/cyt. laTofiorMyeckmux npu-
Mecen B CcTyne HeT. [Inype3 COOTBETCTBYET napamer-
pamM pa3BuTus. BHewHwnn BuAO pebeHKa npeactaBieH
Ha puc. 2.

MpeaBapuTeNbHbIA AUArHO3

benkoBo-KanopunHas HeAoCTaTOYHOCTb 2-M CTEMEHM.
B Kpyr anddepeHuManbHOro AuarHosa BKIKOYEHbI paxuT
Ha POoHe cuMHApPOMa ManbabcopbuMKn (Lennakus, annepru-
YyecKas aHTeponaTtus), paxutonoaobHble 3abonesaHus, Tyby-
nonatun, dubposHasa octeoamncnnasusa OnbpanTa, runepna-
patnpeos.

AMHaMuKa U ucxopbl

Pe3ynbtatbl 1a60paTOpPHbLIX HCCI€40BaHUMA

(BbIMOJIHEHbI MPU MOCTYIIEHUM)

Mo AaHHbIM KIMHUYECKOro aHann3a KpoBWU: YMEPEHHbIN
nenkoumtos (12,8x10%/n; Hopma 4,0-9,0X102/n). B 6uo-
XUMWYECKOM aHanu3e KpPoBW: anaHMHaAMWHOTpaHchepasa
15 (Hopma < 55) Ea/n, acnaptatamumHoTpaHcdepasa 43
(Hopma 5-34) Ea/n, o6wmmn 6enok 62 (Hopma 56-75) r/n,
ounnpybuH obwmn 4,4 (Hopma 3,4-20,5) MKMONb/N, ram-
Ma-rnytamuntpaHcoepasa 12 (Hopma 9-36) Ea/n, rnoko-
3a 3,65 (Hopma 3,33-5,55) MMOnb/n, Kanbuui CbiIBOPOT-
Kn 2,52 (Hopma 2,25-2,75) mmonb/n, KpeatuHuH 0,034
(Hopma 0,027-0,062) mmonb/n, docdop 2,12 (Hopma
1,30-2,30) mmonb/n, wenoyHaa ¢docdaTtasza 33 (HOp-
mMa 156-369) Ea/n, C-peaktuBHbin 6enok 0,90 (Hopma
< 5,8) mr/n, anbda-amunasa 45 (Hopma 25-125) Ea/n,
Kanun 4,8 (Hopma 3,5-5,3) mmonb/n, HaTpun 135 (Hop-
Ma 136-146) MMOJb/N, KalbLUM MOHM3MPOBaHHbIN 1,20
(Hopma 1,13-1,30) mmonb/n, 25-rmapokcmutaMnd D 22
(Hopma 25-80) Hr/mn. [MapaTupeougHbli ropmoH 17,7
(Hopma 12-95) nr/mn. Ceponorvyeckne Mapkepbl Leau-
aKuun: UMMyHorobynuH (immunoglobulin, 1g) A K TKaHeBOM
TpaHcrnyTammHase — oTpuuatenbHbiv, 1gG K TKaHeBOMU
TpaHcrnyTammHase — oTpuuaTtenbHbli, IgA K rmnuaguHy —
oTpuuatenbHbin, 186G K ravMagnHy — oOTpuLaTeNbHbIN.
O6WHN aHann3 MoYn 6e3 OTKIIOHEHWUN. DKCKpeunsa Kanb-
umMa n docdopa ¢ moyom 6e3 oTKIOHEHUI. Konporpamma:
KOCBEHHbIE MPU3HAKM YMEPEHHbIX HapyleHnn nepeBapu-
BaHUSA NULLK.

Pe3ynbTaTtbl MHCTPYMeEHTa/lbHbIX UCC/IE40BaHNI
(BbIMOJIHEHbI B MEPBYIO HEAE/IO OT MOMEHTa
rocnuTannsaymm)

YnbTpa3ByKoBOE MCCnefoBaHWE BHYTPEHHMX OPraHoB,
cepaua — 6e3 3XOCTPYKTYpHOM natonoruu. Mo agaHHbIM Hewn-
pocoHorpapun — TPUBEHTPUKynoaunatauus. Ha anektpo-
KapavorpammMme CUHycOoBasi apuTMUS, YMEpPEHHble Hapylie-
HUS MPOLLECCOB penonspusaunm B MMOKapAe Kenyao4KoB.

PeHTreHonornyeckune uccnefosanms (puc. 3):
® rpygHas KAeTKa: B NPSMON 1 1eBOM GOKOBOMW MPOEKLUsaX

onpeaenseTcs yTonlWeHWe U pacliMpeHue AMcTanbHbIX

KOHLL0B Bcex pebep. KocTHas TKaHb BCEX KOCTEN MOPO3-

Ha, C ydacTKaMu pas3psxeHus. KoOHTypbl 3aMblKaTeNlbHbIX

MAACTUHOK MO HUXHEMY Kpato JIoNaTKM ¢ 06enx CTOPOH

OTHET/IMBO HE MpOocNeXunBatoTcs. B o6nactv yrna nonaTtku

¢ 06enX CTOPOH OTMEYatoTCA oYaru pas3psarKeHus ¢ y4acT-

KaMW YMEPEHHOIO YNI0THEHMS KOCTHOM TKaHUW. B ocTanb-

HOM — 6€e3 0co6eHHOCTEN;

e TazobefpeHHble CyCTaBbl: PEHTTEHOBCKWE CyCTaBHble
Lenm CUMMETPUYHbIe, He cyxeHbl. CycTaBHble NOBepX-
HOCTW He U3MeHeHbl. COOTHOLEHMS B CyCTaBax He Hapy-
WeHbl. BbicoTa ronoBoK 6e4peHHbIX KOCTEW CHWXKEHa,
CUMMETPUYHA, KOCTHbIA PUCYHOK C O6EMX CTOPOH pas-
PSXKEH MO TUMY KPYNMHOAYEEYHbIX MOPO3HbIX U3MEHe-
HUI. B o6nactu guctanbHom Tpetn avadm3a 6eapeHHON
KOCTU cfieBa onpefensieTcs y4acToK pas3psieHnss KOCT-
HOM TKaHM 6,5X8 MM. PaspsKeHue KOCTHOr0 PUCYHKa
B 06/1aCTW HapYXHOro BepTena ¢ 06enx CTOPOH.

® KOJIEHHble CyCcTaBbl: MPWU3HAKW BanbrycHou pedopma-
LMK OCH KONEHHbIX CYCTaBOB, MPENMYLLECTBEHHO 3a CHET
60onbliebepuoBbIX KOCTEW, C MNpPU3HAKaMu paspske-
HUS KOCTHOM TKaHM B MPOKCMMaNbHbIX MeTaanadusax
MaJsion n 60nble6EPLIOBOM KOCTEN ¢ 06enx CTOPOH. lNpo-
CNEXXMBAIOTCA IMHUM YaCTUMYHOW dparmeHTauum Hag-
KOCTHMLbI B 06nactn nepegHen noBepxHOCTU 6Gofiblue-
6€epLIOBOM KOCTK € 06enx CTOPOH Hag 6yrpucTtocTbio 6e3
CBOOOAHbIX KOCTHbIX pparMeHTOB.



KoHcynbTauum cneymanuctoB

OcmoTpeHa odTanbmosnorom: 6e3 natonornn. OCMOTp HEB-
posiora: CMHAPOM ABUraTeNlbHbIX HApYLIEHWMA MO TUMY Mbllley-
HOW rMNoTOHUKU. OCMOTP Hedposora: HapyweHUn TpaHcnopTa
dochatoB B NPOKCMMaNbHbIX KaHafbLax He BbiBEHO, yoe-
AMTENbHbBIX AaHHbIX 3a TybynonaTtuio C BeaylMM CUMHAPOMOM
paxuTa He nosydyeHo. KoHcynbTaumsa aHAOKPUHOMOra: UCKIO-
YyeH runepnapaTvpeos, cuHapom MakkbioHa—On6paiTa. KoH-
cynbTalus peBMartosiora: Ha OCHOBAHWM PaxuMTONOAO06GHbLIX
W3MEHEHUN, CHUXEHHOW aKTMBHOCTM Lieno4yHon docdaTtasbl
N TUMUYHBIX PEHTTEHONIOMMYECKUX M3MEHEHUN AMArHOCTUPO-
BaHa runodocdarasusa. B cOOTBETCTBMM C peKoMeHaaumen
peBMaTosiora BbIMOMHEHO MONEKYSPHO-TEHETUYECKOEe Ucce-
floBaHWe (CeKBeHWpoBaHWe reHa ALPL): BbisiBfieHbl naTo-
reHHble BapuaHTbl €.526G>A (p.Ala 176Thr) n ¢c.1375G>A
(p/Vald59Met) B KOMNayHA-reTepo3MroTHOM COCTOSIHUM, Ha
OCHOBaHWK 4Yero AuarHo3 Obll NMOATBEPMKAEH OKOHYaTENbHO.
O6HapyKeHHble NaToreHHble BapuaHTbl OblIM ONUCaHbl paHee.

Tepanus

B BospacTe 1 roga 6bi1a HavyaTta Tepanusg achotason anb-
da B LO3MPOBKE 2 Mr/KI Macchl Tena NOAKOXKHO 3 pa3a/Hea.
3ajepka B Tepanuu OGbina cBA3aHa C MojyvyeHMeM pas-
pelleHns Ha BBO3 HE3aperncTpMpoBaHHOro Ha TOT MOMEHT
NleKapcTBEHHOro npenapata B PP u gocrtaBky npenapa-
Ta B NnevyebHO-NpodunakTmyeckoe ydpexaeHue. 3a 6 mec
TepanuuM OTMEeYeHbl 3HaYUTENbHOE YBEIMYEHNE AaKTUBHOCTU
weno4yHon ¢docdartasbl CbIBOPOTKM KPOBM (MaKCMMasbHO
4400 Ea/n), maccol Tena (+2 Kr), pocta (+6 cM); yMEHbLUEHUe
CTENEHM BbIPaXXEHHOCTU KOCTHbIX AedopMaLMi, BOCCTaHOB-
JIEHWE MbILLIEYHOr0 TOHYCa, HOPManM3aLmMsa NOXOAKW, MOBbI-
LIEHWE TONEPAHTHOCTU K GU3UYECKMM Harpy3KkaMm. BBeaeHus
npenaparta nauuMeHTKa MnepeHocuna yaoBAETBOPUTENbHO.
HecKonibKO pa3 B MecTe UHbEKLMM Npenapata oTMeyanacb
runepemuns 4o 4 cM B IMaMeTpe C YMEPEHHbIM YMIOTHEHUEM,
KOTopasi CaMOCTOSITE/IbHO pa3pelinnach B TedeHne 2—3 CyT.
[JnHamMrKa BHelHero BMaa NauMeHTKn 4o U Ha GoHe Tepa-
nuu achoTazon anbda npeacraBneHa Ha puc. 4. OTMedeHbl
TaKXe W MONOXKUTENbHbIE M3MEHEHUS MOXOAKM pebeHKa
(BMAeo «1o» 1 «nocne» CM. 34ecChb).

MporHos

MporHo3 ana 340poBbsA NaLMeHTa, N0 MHEHMIO aBTOPOB,
[OCTaToO4YHO GnaronpuaTHbIM NpU obecnevyeHnn HenpepbiB-
HOM (MOXWM3HEHHOW) dEepMEeHTO3aMeCcTUTENbHON Tepanuu
acdoTtason anbda.

BpemeHHas WKana
XPOHONOrMsA OCHOBHbIX COOLITUIM NPeAcTaBAeHa Ha puc. 5.

MHeHue poagutenen o pe3yabTaTtax Tepanvuu
Pogutenn pebeHka YOOBJIETBOPEHbI pe3ynbTataMu
nevyeHund.

Puc. 4. JeBouka 3., 2 roa 4 Mec: BHELIHUI BU NaUUEHTKH
¢ HdaHTUNbHOW dopmoit rmnodocdaTasun Yepes 6 mec

OT Havana Tepanuu

Fig. 4. Girl Z., 2 y 4 m: general appearance with infantile
hypophosphatasia 6 months after initiation of the therapy

lMpumeyvaHume. BUAHO yMeHbLIeHWe cTeneHnn agedopmaLimm rpyaHon
KNETKU U HUKHUX KOHeYHocTen. McTouHuK: fabpycckas T.B.

1 coaBT., 2019.

Note. Less deformity of the chest and lower limbs can be noted.
Source: Gabrusskaya T.V. et al., 2019.

OBCYXAEHUE

OcO6EeHHOCTAMM MPEACTaBNEHHOIO KIMHUYECKOro Chy-
Yyas SBNSIETCS 3ajeprKKa AMarHOCTMKM 3a60fieBaHus Mpu
onpeaeneHHo TUMWUYHOW KIMHMYECKoW KapTtuHe. OgHako,
HEO6X0AMMO 3aMETWUTb, YTO 3aAeprKKa AMArHOCTUKM ruMo-
docdartaszmm 4yacto NPOMUCXOAMT ¢ ono3aaHuem [18]. mno-
docodatasng aBNFETCA TUMUYHBIM MPUMEPOM PaXMUTOMO-
[o6HOoro 3aboneBaHusl, OT/IMYUTENIbHOM YEpPTOM KOTOPOro
AB/IIETCA CHUXKEHHas aKTMBHOCTb LWeno4YHon docdaTtasbl
KpOBMW, TOrda KaK Mpu BCEX OCTajllbHbiXx dopmax paxuTa
W paxutonoaobHbix 3a6oneBaHnin akTuBHocTb THLL®D aBna-
€TCS MOBbIWEHHON [2].

Paxut — 310 3a6oneBaHWe, O KOTOPOM XOPOLLO OcBe-
AOMJIEHbI MPAKTUKYyOLWME NeanaTpbl. B peanbHoW KanHMYe-
CKOW NpaKTUKe 3[40pOBble AETU TPYAHOIO BO3pacTa AOJKHbI
noayyatb AOTauuilo BUTamMMHa D, Torga Kak [JeTu C paxu-
TOM [OJSIXKHbI MOAyYaTb TepaneBTMYeCKMe 403kl BUTaMuHa D
[19, 20]. O6bI4HO y AETEN C PAXMTOM HE NMPUHATO NPOBOANUTb
CTapToBble GMOXMMUYECKME uccnepoBaHus. Kak npasuno,
[JETAM Ha3HavaeTca aMMNUPUYECKas Tepanua npenapatamu
BUTaMUHa D, 1 TONbKO B c/lydae Heycrnexa TaKow Tepanuu
pebeHOK HanpaBAsgeTcs Ha KOHCYNbTaluMo TM60 K Hedposo-
ry, TM60 K 3HAOKPUHONOTY. BaxKHbIM MOMEHTOM, 3aTPyAHSO-

Puc. 5. XpoHonorusa pa3sutusa 601e3HM y NaLMeHTKN 3.: KtoYeBble COObITUS U MPOrHO3

Fig. 5. Disease course in patient Z.: key events and prognosis

MepBble KIMHUYECKKe
nposiBieHns

[narHoctnka
runodocdaTtasunu

Hauyano tepanuu
acdoTtazon anbda

OueHKa adpdEeKTUBHOCTH
1 6e30MacHoCTH

1 ron 10 mec

MporHos
2 roga 4 mec AN KUSHN
6naronpusTHbIN

| W =33E/n

| | L = 4400 E/n | | L = 2200 E/n |
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KnuHun4yecKoe Ha6GnogeHue

WMM AMarHoCcTuKy runodocdartasunn, ABASETCS HeJOOLEHKa
3HAYMMOCTM HU3KMX 3HAYEHM aKTMBHOCTM THLL® [21, 22].
[o cux nop BO MHOrMX nabopatopusax NM60 OTCYTCTBYIOT BO3-
pacTHble HopMbl akTUBHOCTM THLL®, nM60 B KayecTBe HUXK-
HEeW rpaHuubl HOPMbl NPUBOANUTCH HyneBoe 3HayeHue [23].
BBuKay TOro 4To MpaKTUYeCcKU BCe paxuTonogobHble COCTO-
AHUSA COMPOBOXAAOTCA MOBbILIEHWEM aKTMBHOCTM THLL®,
NPaKTUKYIOLWME BpaYiu, Kak NpaBuIo, He aKLLEHTUPYIOT CBOE
BHUMaHME Ha BCEX «HEMOBbILWEHHbIX» 3HAYEHUSAX aKTUBHOCTH
THUI®P, 4TOo NpuBOAWUT K HEBKIOYEHUIO runodocdaTasum
B Kpyr anddepeHumanbHOM ANarHOCTUKN PaxmTonoao6HbIX
cocTosAHUM [21-23]. Mpu CHUKEHHOW aKTMBHOCTM THLL®D
HeobXxoaMMO npoBeAeHne KoMmnnekca aAuvddepeHumnans-
HOW AMArHOCTMKM, MOCKOMbKY CYLLECTBYIOT ApYyr1e MpUYmHbI
CHUXEHWUS aKTMBHOCTU LienodHon docdaTasbl [23]. K Hum
OTHOCATCS COCTOSIHWSA, CBA3aHHble C MPUMEHEHMEM [t0-
KOKOPTUKOCTEPOMIOB, 60MblUMX A03 BUTamuHa D, ronopa-
HWe, OCTpble U OBOCTPEHUS XPOHUYECKMX COMaTUYECKMX
3abonesaHum [24].

B onucaHHOM HaMu cly4yae MNpPOAEMOHCTPUpOBaHa
BbiCOKas 3ddEKTUBHOCTb MNaATOFEHETUYECKOM Tepanuu.
MauneHTKe O6blla Ha3HayeHa depmeHTo3aMecTUTeNbHasd
Tepanusa peKkombuHaTHbIM NpenapaTtoMm — achoTa30on anb-
da, Ha GoHEe KOTOPON OTMEYEHO BOCCTaHOB/IEHWE TEMMOB
NIMHEWHOrO pocTa, ycTpaHeHMe aedbopmalmin KOHEYHOCTEN,
rPyOHOM KNETKU, YyCTpaHeHue BTOPUYHOM MMONaTuu, pac-
lWIMpEeHNe aBUraTeibHOM aKTUBHOCTM pebeHKa. B HacTto-
dulee Bpemsa npenapat Ans Tepanuu nepuHaTasbHOM,
MHOAHTUNBHOW M AeTcKon dopM runodocdara3nun 3aperu-
CTPUpPOBaH Ha Tepputopmun PP, ogHaKO onbIT ero npumMeHe-
HUS B MMpPE OrPaHUyYeH CpaBHUTENbHO HEGONbLWNM HYUCIOM
nauMeHToB M HEGObLWWUM YUCIOM NET HabnwgeHua* [25].
MpenapaT xopowo 3apeKkomMeHAoBan cebs € TOYKU 3peHus
3PPEKTUBHOCTN U B6E30MNaCHOCTU, OAHAKO Nnepuoj Habno-
[EeHMA 3a TaKMMK NauMeHTamu B MUpe COCTaBNSET MeHee
10 neT, 4TO 3aTpyaHSET onpeaeneHne 4oJroCPOYHOro npo-
rHO3a [Ans Takux nauueHToB. B wnccnepgoBaHun |l dasbl
no npumeHeHuto acdoTasbl anbdPa MNPOAEMOHCTPUPOBA-
HO yfnyylleHMe PEHTreHONOMMYEeCKOro MHAEKCa, YMEHbLUe-
HMe Ha 46% ponu aeTen, HyXKAaBLIKMXCA B KUCIOPOAHOM
NnoadepKKe, yBenmMyeHne pocta M mMaccbl Tena [25]. Kak
MUHMMYM OLHO HexenatenbHoe siBneHue 3aduKCUpoBaHO
y KaXgoro nauueHTta: Haubonee 4acto oTMeYanu noss-
fleHne nuxopaaKku. MauneHTbl, He OTBEeTMBLUME Ha Tepa-
nuto (28%; nugekc RGI-C, Radiographic Global Impression
of Change — wWwKana o6WMUX pPagnoNoOrM4ecKknux U3meHe-
HUW < +2), N0 CPaBHEHUIO C NAUMEHTAMKU C ONTUMANbHbIM
otBeToM (MHAeKc RGI-C = +2) umenu 6onee TaKenoe
TeyeHue runodocdarasnum A0 Havana Tepanum u 6onee
BbICOKYIO 4acCTOTy HEWTPaNU3yKLNX aHTUTEN K acdoTase
anbda [25].

B uccnepoBaHum no oueHke adPeKTMBHOCTU U 6e30-
nacHoctn acdotasbl anbda y 19 nauymeHToB C runodoc-
datasven B Bo3pacTte 13-66 neT oTMevyeHa xopolias
NepeHoCUMOCTb npenaparta, OCHOBHbIMU HeXenaTeNbHbIMU
ABNEHUAMWU OblIM peakuMn B MecTax MHBbEKLUMW NEerkon
W CpefHEeN CTeneHu TIKECTU (MOKPacHeHWe, oTeK, 601e3HEH-
HOCTb). B uccnefoBaHun MOKasaHbl 3HAYMMOE CHUMXKEHWe
YPOBHSA NupuaoKcanbdocdata — MapKepa BOCCTaHOBE-
HUS akTMBHOCTM THLL®, noBbilieHWe MUHEpPaNbHOM MAOTHO-
CTW KOCTHOM TKaHW W NOJIOXKUTENbHbIE U3MEHEHUSA KOCTHOW
MUKPOAPXUTEKTOHUKM MO JaHHbIM GMOMCKUM KOCTH, YAIUHE-
HWE NPOMAEHHON AUCTaHLUMKW BO BpeMsa TecTa C 6-MUHYTHOM

X04b60W, YTO CBMAETENLCTBYET 06 ynydlleHUn GyHKLMOHANb-
HOro crtatyca nauueHTa [17].

BeaeHve mexayHapoHbIX PErmMcTPOB NO3BOASET HaKo-
NMUTb MHGOPMALIMIO KaK O eCTECTBEHHOM Te4YeHUU rnunodoc-
daTtasnn, TaK U 0COBEHHOCTAX TeyeHus runodocdatasnm
y NauMeHToB, nofyyatwmx GepmMeHTo3aMeCcTUTENbHYO Tepa-
nuto acdoTtason anbda [18, 26]. Mcxoas 13 AMYHOro onbiTa
aBTOPOB M AaHHbIX KAMHWYECKOro Ciyyas, Lenecoobpas-
HO noBbiWaTb MHPOPMUPOBAHHOCTb Bpayen NepBUYHOrO
3BeHa 0 runodocdartasuun. Becerga BKaYaTb runodocda-
Tasuio B Kpyr anddepeHumanbHOM AMArHOCTUKM paxuta
N paxuTonofo6HbIX 3ab6oneBaHunin. Bpaun AOMKHbI y4UTbIBATb
BO3pacTHble HOpMbl akTuBHOCTM THLU®, onpepenatb ee
aKTUBHOCTb BO BCEX CllyYasx MeTabon4eCcKnx 3aboneBaHunm
CKeneTa, a TaKXKe B ChayyasiX, XapaKTepu3yloLmMXCcs HU3KO-
POCNOCTbiO, PaHHWUM BblNAAEHWMEM HEU3MEHEHHbIX 3y60B.
Y peten co CKeneTHbiMu gedopmMaunsamu LienecoobpasHo
npoBefeHne PEeHTreHONOrMYEeCcKOro uccnegoBaHus nopa-
JKEHHOr0 CerMeHTa KOHEYHOCTH, M MPU HanU4yMu TUIMUYHbIX
30H PagMoNpPO3pPavyHOCTH B COHETAHUM CO CHUKEHHOM aKTUB-
HocTblo THLLU® npeactaBnsieTcss BO3MOMXKHbLIM IMArHOCTUPO-
BaTb runodocdartasuio.

[duarHoctuka runodocdatasnMn OCHOBLIBAETCA Ha AaH-
HbIX K/IMHWUYECKON KapTUHbI M 1abopaToOpHOro MOATBEPK-
[IeHNA CHWKeHHOM akTuBHocTM THLU®P. B cnyyasx maHu-
$ECTHOM KIIMHUYECKON KapTUHbl U BbIPaXEHHOIro CHUXKEHUS
aKkTMBHoCTM THLU® no OTHOWEHWIO K BO3PacTHOM Hopme
[MarHo3 MOXET OblTb MOCTaBNEH KAMHWYECKM, U Tepanus
MOXeT ObiTb MHULKMMPOBaHa 6e3oTnaratesibHo. 370 MMe-
€T MpUHUMNMaNbHOE 3HayeHWe B OTHOLWIEHWW MNauMeHTOB
C nepuHaTanbHOW M MHOAHTUIBHOM GOPMON, rae CBOEBpe-
MEHHOCTb Ha4yaTon Tepanum MOXKET CYLLECTBEHHO U3MEHUTb
nporHos [1]. B cny4yasx, BbI3biBaOWMX COMHEHME, a TaKKe
B CAyyasix, Korga Bpay He CrnoCo6eH WMCKIYMTb BTOPMY-
HbIV XapaKTep CHUXeHns akTuBHocTM THLL®, reHeTnyecKoe
uccnegoBaHve SBASETCA HEO6XO0AMMbIM AN YyMEHbLIEHUS
BEPOSTHOCTU OLWMOKKN anarHo3a [1].

3AK/TIOYEHUE

KAnHMYeCcKn npumMep OMMCbIBAET CNOXHOCTU YCTaHOB-
NeHns amarHo3a runodpocdarasnu. MHOroYMCIEHHbIE cne-
LManucTbl ocmatpuBanu pebeHka, HO He AMarHOCTMPOBau
[aHHOe COCTOSIHME, 4TO YKa3blBAeT Ha HU3KYD OCBELOM-
JIEHHOCTb Bpayen o runodocdarta3vm Npu HaaM4ynKM MNpoc-
TOro GMOXMMMYECKOr0 TecTa — OMNpeaeneHns akTMBHOCTH
obuien wenovyHon docdartasbl, JOCTYNHOrO B 1e4ebHO-NpakK-
TUYECKUX Yy4pexaeHusax nboro ypoBHs. CBoeBpeMeHHO
Ha3Ha4YeHHoe NevyeHne NO3BOMWO CYLLECTBEHHO YAYYLLUTb
KaK coCTosiHMe pebeHKa, TaK U Ka4yecTBO ero Xu3Hu. Heob-
XOAWMbI AOMONHUTENbHbIE YCUANS AN NPodeCcCUoHanbHOro
o6pa3oBaHns Bpayen B chepe 3aboneBaHUM, Bbi3BAHHbIX
HapyLEeHNAMM KOCTHOro MeTabonnama.

WHO®OPMUPOBAHHOE COINIACUE

OT poauTens nauuMeHTa MNoJlydYeHO NMUCbMEHHOE WHOP-
MWpPOBaHHOE 4O6POBOSIbHOE cornacue Ha Ny6anKaumo onu-
CaHuSA KIIMHUYEeCKOoro cnydvas, dotorpaduyeckux u BUAEO-
M306parKeEHUN NaumeHTa B MEAULIMHCKOM XypHane, BKtovas
€ro 3NeKTPOHHY0 Bepcuio (aaTa nognucanmsa 20.11.2019r.).

UCTOYHUK ®PUHAHCUPOBAHUSA
CraTbs ony6/MKOBaHa Npu nogaep:ke komnaHum «CBUKC
bruodapmar. Bmecte ¢ TeM aBTOpbl 3asBSIOT, 4YTO MCChe-

*  TocynapCTBEHHbIM peecTp NieKapcTBEeHHbIX cpeacTB. AcdoTtasa anbda. [JoctynHo no: https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=
f7de7a67-fbd0-44ef-89e6-45e58a9ba7fe&t=. Ccbinka akTMBHa Ha 18.11.2019.



[JOBaHWE KIMHWYECKOrO cryvyasi NpoBOAMIOCH HE3AaBWUCHMO
OT KOMMaHuKU-nponseoamTens acdortasbl anbda.
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0O6ocHoBaHHMe. [paBUTaLIMOHHas apuTeMa — peaKoe NaToa0rMyecKoe COCTOSIHME, KOTOPOE XapaKTepn3yeTcs aHoMaslbHON
COCyNCTOMN peaKumein Ha M3MEeHEeHUe BEHO3HOIo AaB/ieHuns. 3aboieBaHne ABASIETCS JOOPOKa4YeCTBEHHbIM, BXOANUT B KPYr
AnpoepeHLUmnanbHON AMarHoCTUKM BacKy/IMTOB, BacKy/lonaTui, HemponaTtmui u He TpebyeT ieyeHns. B HEKOTOpbIX Caydasix
MOXKET noTpeboBaThbCs MPUMEHEHNE KOMIPECCMOHHOIO TPUKOTa)xa. OnMcaHue KAMHMYEeCcKoro ciay4as. [lpuBegeHo onu-
caHue cJyyasi rpaBUTaLMOHHOM apuTeMbl y nauneHTa 13 net. 3aboieBaHne xapaKTepm30BasioCh rosiB1EHNEM 3pUTEMATO3-
HOV MO3anYHOM ChIMN Ha KOXE HUXHUX KOHEYHOCTeHN Yyepe3 4—6 MUH rocsie nepexoga B ro/10KeHNe CTOSl, MaKCUMasbHO
Ha ypOBHE rosieHe#, CornpoBOXAaBLIENCS NATHAMM C CMHEBAaTbIM OTTEHKOM, MCYE3aILMNMN NPU HaJaBANBaHUNU. DN1E€MEHTbI
CbINKU HOCHAK 3YASLLMIA XapaKTep, COMPOBOXKAAINCH N0SIBEHNEM 60/ B AUCTa/IbHbIX OTAEaX CTOM. 3/1EMEHTbI Chilv Kyru-
poBa/nCh Npu xoabbe, NepemMeHe roJIoKEHUSI KOHEYHOCTH. OTMEYEH M0JI0XKUTEIbHbINA KOMIPECCHUOHHbIN TECT. 3aK/TII04YeHHe.
AnpdepeHumnanbHas AnarHoCTMKa rpaBUTaLMOHHON 3PUTEMbI C APYTMMU KIMHUYECKM CXOXMMU COCTOSIHUSIMU COXPaHsEeT
aKTyaslbHOCTb. PEKOCTb AMAarHOCTUKM rpaBUTaLMOHHON SpUTEMbI U HU3Kasi OCBEAOMJIEHHOCTbL Bpayvyei npuBoAMT K OLLIMGOY-
HOMY AMarHo3y, HEOAHOKPAaTHOMY OPOroCTOSILLEMY 06CAEA0BAHMIO U HEIPDEKTUBHOMY IEYEHMIO.

Knr4yeBble cnoBa: feTn, rpaBUTalLMOHHas 3puTemMa, 3puTeMaTo3Has Mo3anyHas Cbirb, KOMIPECCUOHHbIN TECT, ANPPepeH-
umanbHas AMarHoCTMKa, BaCKy/IMTbl, BACKy/10MaTum, HelponaTum.

(Ana unTupoBaHms: Tapvnosa H.T., Kapa6axusaH M. M., CopokuHa J1.C., KocTuk M. M. [paBUTaunOHHas aputema: KInHM-
yeckoe HabnoaeHne n auddepeHUnanbHas AMarHocTuka. Bornpockl coBpemeHHoun neanatpumn. 2019; 18 (6): 458-461.
doi: 10.15690/vsp.v18i6.2066)

OBOCHOBAHME JIAPHOM CbINW Ha Horax npuv AAUTENbHOM CTosiHMKM [1].
BnepBble TEPMWH «rpaBUTaLMOHHAs 3puTeMa» Obin B 2003 r. 6bin1 onucaH nepBbi Ciay4yaln y B3pPOCIOro —
npeanoxeH bept-[ykoHcoHOM u [paxem-BpayHom (Berth- 27-neTHero — MyXUMHbI, KOTOPbIN anoBasnics Ha MnosiB-
Jones, Grahan-Brown) B 1988 r. ABTOpbI onu1canu ciyyam JIeHWe cbinu B 06/1aCTU KOHEYHOCTEN U XKMBOTa, KOTOpas
16-neTHel [OeBOYKM C KanobaMu Ha MNOSIBJAEHWE MaKy- ncyesana npu nepexoge B ropu30HTaNbHOE COCTOSHWE

Nina T. Garipoval, Mariam M. Gharabaghtsyan?, Lubov S. Sorokinal-3, Mikhail M. Kostik?' 2
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Gravitational Erythema: Case Study and Differential Diagnosis

Background. Gravitational erythema is rare pathologic condition that is characterized by abnormal vascular response on venous
pressure changes. It is benign disease, and it is included in differential diagnosis of vasculitis, vasculopathies, neuropathies and does
not require treatment. Compression garments may be required in some cases. Clinical Case Description. The case of gravitational
erythema in 13 years old patient of is presented. The disease was presented with erythematous mosaic rash on the lower limbs skin.
It has appeared in 4—-6 minutes after verticalisation and mostly on the lower legs. The rash was accompanied with some bluish spots
disappearing after pressure. The elements of rush were itchy, there was pain in distal parts of the feet. The rash was reversed after
walking and changing of limb position. Positive compression test was mentioned. Conclusion. Differential diagnosis of gravitational
erythema with other clinically similar conditions remains relevant. The rare diagnosis of gravitational erythema and low awareness of
doctors about it cause misdiagnosis, costly continuous examination and ineffective treatment.

Key words: children, gravitational erythema, erythematous mosaic rash, compression test, differential diagnosis, vasculitis,
vasculopathies, neuropathies.

(For citation: Garipova Nina T., Gharabaghtsyan Mariam M., Sorokina Lubov S., Kostik Mikhail M. Gravitational Erythema: Case Study
and Differential Diagnosis. Voprosy sovremennoi pediatrii — Current Pediatrics. 2019; 18 (6): 458-461. doi: 10.15690/vsp.v18i6.2066)



[2]. Mo3e B nuTepatype 6bi1 OnMcaH aHanorn4yHbl cnyvyam
y 15-neTtHero mManb4uKa, KOTOpPbIM MpeabsBasn Kanobbl
Ha MOSIBNEHNE 3PUTEMbI Ha BEPXHUX KOHEYHOCTHX B «CBW-
caloleM» HENoABUKHOM NONMOXKEHWUM Ha NPOTSKEHUMN 4 neT,
npeALecTByOLMX NOCTaHOBKe AnarHo3a [3]. BTopon cnyvam
NoAOGHOr0 COCTOSIHMS Y B3POCAOro nauneHTta 6bin onucaH
B 2009 r.: 29-neTHA9 XeHWWHa Ha npoTsKeHun 10 net
npegbaBasna x}anobbl Ha NPOABAEHWUA FPaBUTALMOHHON
3puUTEMbI Ha pyKax W Horax [4]. TpeTun cnyyan B neguat-
pun 6bin onuncaH B 2015 r.: 13-1€THMMA ManbyMK OTMevan
NnosiBfIEHME CbIMK Ha pyKax, HOrax u )KMBOTE, KoTopas npo-
Xoauna npu OBUXKEHUW UK CMeHe nonoxeHus [5]. Bo Bcex
cnyyasx gnarHo3 6bin NOATBEPMKAEH NYTEM UCKIIOYEHUS ApY-
rmx 3abofieBaHWi, a TaKXe NpoBeAeHUs MOJSIOKUTENbHON
KOMMPECCMOHHOW MNpPo6bl C MOMOLWbO CHUHrOMaHOMETpa.
KNMHUYECKU rpaBUTaLMOHHAsa 3puTEMa MOXKeET OblTb BOC-
npov3BefeHa HarHeTaHWeM JaBieHus cOUrMOMaHOMETPOM
[0 60 MM pT. CT. B Te4eHUe 2—3 MUH (MaHxeTa HageBaeTca
nauueHTy B MOJIOKEHUU Nlea Ha 061acTb MOparKeHHOwM
KOHeYHOCTH). MNoNoKMUTEeNbHLIM OTBETOM CUYMTAETCH NosiBE-
HWE TaKMUX e CUMMNTOMOB, YTO W MPU ANUTENbHOM NpebbiBa-
HUWM B BepPTUKanbHOM nonoxeHuu [4, 5]. Mpegnonaraetcs,
4YTO B OCHOBE MaToOreHesa NeXMUT aHOMasus COCyAMCTOro
OTBET@ Ha M3MEHEHUS B BEHO3HOM [ABMEHUM B HUMKHMX
KOHEYHOCTAX B CBSI3M C MEPEXOAOM M3 FOPU3OHTaNbHOIo
NONOXeHUs B BepTuKanbHoe [3, 5]. 3TO COCTOSTHUE MOMXKET
6bITb 0OBACHEHO HEIPPEKTUBHOCTBIO WU OTCYTCTBUEM
HOpMasnbHOM BA30KOHCTPUKLMKU MPU HEMOABWIKHOM BEPTU-
KaslbHOM MONIOXKEHWM KOHEYHOCTH, MMB0 PYHKLMOHANbHbIMM
HapylweHUsMK B BEHO3HOM perynsauuu [1, 2, 5].

KNUHUYECKUA NPUMEP

O nauueHTe

ManbuumK E., 13 neT, noctynun B neguMaTpuyecKoe otaene-
Hue N2 3 CM6ITIMY ¢ »anob6amu Ha NOKpacHEeHME U LnMaHo-
TUYHOCTb HUMKHUX KOHEYHOCTEN C NATHAMM OKPYrnon Gopmbl
6enoro 1 po3oBoro uBeta (puc. 1). MNpouecc pacnpocTpa-
HSICH CHWM3Y BBEPX, AOXOAMN A0 YPOBHS KONEHHbIX CycTa-
BOB, BO3HWKaN WCKIOYUTENBHO B MOMIOXKEHMU CTOA 4Yepes
3—4 MWH 1 Ucye3an Npu ABUKEHUN.

N3 aHamHe3a WM3BECTHO, YTO NaUMEHT POC M pPa3Bu-
Ba/ica Mo BO3pacTy, Ha AMCNAHCEPHOM Yy4YeTe He COCTOMUT.
HacneactBeHHOCTb He oTdaroueHa. OnMcaHHble Bbllle Xaso-
6bl nosBUAKCb B Hosibpe 2016 r. [MauMeHT HeOAHOKpPaTHO
obpallancad 3a MeaMLMHCKOW Mnomoulbto: nonydan 610Ka-
TOpbl KanbLUMWEBbLIX KaHanoB 6e3 addeKkTa. BbinonHanncb
HEOAHOKpPATHO YNbTPaA3BYKOBOE AOMMIEPOBCKOE WCCNeao-
BaHWe apTepui U BEH KOHEYHOCTEW (B MOJIOKEHUU Nexa):
reMoAnHaMMUYECKM 3HaYUMbIX CTEHO30B HE BbISBNEHO, TPOM-
60TMYECKME MacChl B MPOCBETaX COCYAOB HE OMNpPeAensiuch,
CKOPOCTHbIE XapaKTEPUCTUKM KPOBOTOKa B HOpMe. Pe6eHoK
6bl1 HEOAHOKPATHO OCMOTPEH COCYAUCTBIMM XMPYPraMu: AaH-
HbIX 3a MOPOK Pa3BUTUS COCYAOB HMUMKHMX KOHEYHOCTEN
He BblIiBNEeHO. BbicTaBneH gvarHo3 «AHTMOAMCTOHUYECKUM
CUHAPOM HUXKHUX KOHeyHocTen». OCMOTPEH HEBPOJSIOroM:
[aHHbIX 3a NoSIMHEBpoONaTMio HeT. B aHann3ax KpoBu — 6e3
BOCMNaNUTENIbHOM aKTUBHOCTU. NCKIOYEHa NaToNOruns LWNUTO-
BWAHOW >Kenesbl. Pe3dynbraTbl TeCTOB, MPOBEAEHHbIX ANS
ANArHOCTUKM CUCTEMHbBIX BACKY/IMTOB M CUCTEMHbIX 3abone-
BaHWN COEAMHUTENbHON TKaHW (YPOBEHb @HTUHYKIeapHOro
daKTopa, aHTUHENUTPODUbHbBIX LMUTOMNa3MaTUYECKUX aHTH-
Ten, aHTuTen K dochdonmnuaamMm KNeToyHbIXx MeMbpaH, KOM-
nnemMeHTta u dppaxkunin C3, C4),— oTpuuaTenbHble.

dusuKkanbHaa AMarHocTuka
Mpn NepBMYHOM OCMOTPE COCTOSHME pebeHKa yaoB-
NeTBOpPUTENbHOE, CaMOYyBCTBME Xopollee, akTuBeH. MNocne

Puc. 1. SputematosHas Mo3anyHas Cbifb B 061aCTU HUKHUX
KOHEYHOCTEN, NOSBNAOWaNcs B NONOXEHUN CTOS

Fig. 1. Erythematous mosaic rash on lower limbs disappearing
after verticalisation

NOJSIOXEHUS CTOSI HEMOABUKHO B TEYEHNE HECKONbKUX MUHYT
OTMEYEHO MOSBIEHNE IPUTEMATO3HOM MO3aUYHOW CbIMK
Ha KOX€ HUXHMX KOHEYHOCTEM (Ha YpPOBHE rofieHemn): ndr-
Ha C CMHeBaTbiM OTTEHKOM, MCYe3alolue MNpu HagaBau-
BaHWW. INEMEHTbI CbiMW Haj YPOBHEM KOXMW He BbICTyna-
nn. MNosiBNeHUE ChiNMKU COMPOBOXKAAN0Ch 60NSIMU B HUMKHUX
KOHEYHOCTSIX, KOTOPblE HOCUAWN 3YASLMI XapaKTep (3anoobl
Ha 60/1b BO3HWKaM TONIbKO NPY AMTENBHOM CTaTUHHOM CTO-
SHWW, TOrAa KaK Npu xoab6e, UISBMEHEHNU MOMOKEHNS KOHEY-
HOCTM OHM OTCYTCTBOBASM). [Pp1 U3MEHEHUN NONOKEHUS TENa
(nepexon B MOMOXKEHUU CUAA WM JIEXKA, a TaKXKe Npu noa-
HATUWM BBEPX COrHYTON B KOJIEHHOM CYCTaBe HUXHEN KOHeY-
HOCTM B MOJIOXKEHUM CUAS) OTMEeYanochb 6biICTpoe obpaTHoe
pa3BuTME AaHHbIX NposiBNeHW. [pn Harpy3Ke Ha BepxHue
KOHEYHOCTU (B FOPMU3OHTANbHOM TMONOXEHUN NIMLOM BHK3
C OMOpPOM Ha PYKK) NOAOBHbIX UBMEHEHMI HE OTMEYasoCh.

MpepBapuUTeNnbHbIA AUArHO3
MpK nocTynneHnMn ycTaHoBNEH AnarHo3 «Backynonatus,
HEYTOYHEHHast».

OduHamuKa 1 ucxogabl

C MOMeHTa NocCTyn/eHns B cTalMoHape 6bliv BbiNoSHe-
Hbl FEMaTOMIONMYECKMI aHann3, aHalu3 MOYM, GUOXUMUYE-
CKME U UMMYHOJIOTMYECKME TECTbI (aHTUHYKIeapHbIN GaKTop,
AHTUHENTPOPUIbHbIE LiUTOMIa3MaTUYECKME aHTUTENa, aHTU-
Tena K asycnupanoHon JHK), TeCcT Ha ypoBeHb KOMMIEeMEH-
Ta, a TaKXe ynbTpa3ByKoBas fonnjieporpadus cocyaos
HUXHUX KOHEeYHocTen. OTKNOHEHUN He BbiiBIeHO. PebeHKy
nposoaunacb auddepeHumanbHas guarHocTMKa Ha OCHOBaA-
HUWM KIIMHUYECKUX XapPaKTEPUCTUK M AaHHbIX BbllEONUCaH-
HbIX 1aGOPaTOPHbLIX M MHCTPYMEHTANbHbLIX TECTOB, CXOMMX
Nno KAMHWYECKUM MPOSIBAIEHUSIM C TaKMMK 3a60NEBAHMUAMM,
KaK BaCKY/UTbl, OrPpaHNUYEHHbIE KOXEWN, CUHAPOM/dDEHOMEH
PeiHo, apuTpomenanruu, XonMHEpPrnuyeckas KpanuBHULaA
W rpaBUTaLMOHHAs 3pUTEMA.

YuuTbiBas, 4TO NaumneHTy Gblla UCKAOYEHa Apyras naTo-
lorus, BbINOSIHEHA Npo6a ¢ KoMNpeccuen KoHevyHocTwu. [Mpu
npoBeAeHUN 3TOM NpPobbl NPU HarHeTaHUu churmMomaHome-
TpoM gaBneHus 4o 60 MM pT. CT. B MaHXETe, HaNOoXEHHON
Ha HWXXHWE KOHEYHOCTW, B TeyeHne 3—4 MWH MOSIBMIWCH
TaKWe e CMMMTOMbI, 4TO W NPU AIUTENbHOM CTOSIHWUK. [pK
cAyBaHWU MaHKeTbl B Te4eHne 1 MWH CMMMTOMbI MPOXOAu-
nn. OTCyTCTBME KIMHUYECKUX MPOSABIEHUN, CBOWCTBEHHbIX
ApyrMm 3aboneBaHuAM, a TaKXKe MNOoNoXuTeNnbHas npoba
C KOMMpeccuen KOHEeYHOCTWM MO3BOMAM AMarHoCTMpOBaTb
rPaBUTALMOHHYIO 3PUTEMY.
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KnuHun4yecKoe Ha6GnogeHue

BpemeHHas wKana (puc. 2)

Puc. 2. XpoHonorus pa3sutna 601e3HU, KIto4eBble COObITUA U MPOrHO3

Fig. 2. Timeline of disease development, key events and prognosis

MoKpacHeHWe HUKHUX
KOHEYHOCTEW B MONOXKEHUUN CTOS

06cnenoBaH: UCKNOYEHbI CUCTEMHbIE BACKYIUTI,
3a601eBaHNs COeIMHUTENIbHON TKaHW, MOPOK PasBUTUS
cocyaoB. InarHo3: aHrMoAUCTOHUYECKMIA CUHAPOM

MosBneHne LMaHOTUHHOCTM HUMKHUX
KOHeYHOoCTew 1 6onew B MOMOXKEHWUMU CTOS

MporHo3s

3aboneBaHne UMeeT 61aronpusATHbIM UCxod (He conpo-
BoXJaeTcs OYHKUMOHaNbHbIMW HapyWEHUSIMU OpraHoB
M CUCTEM, CHUKEHWEM Ka4yecTBa KM3HW, Pa3BUTUEM OC/IOXK-
HEHWW) N He TPpebyeT NeyveHuns.

OBCYXAEHME

[paBUTaALMOHHANA apUTEMA ABASETCH PEAKUM M Manonay-
YEHHbIM COCTOSIHMEM, KOTOpPOE He conpoBoXaaeTcs GyHKLUM-
OHalbHbIMW HaPYLLEHNAMU U 60NEBLIM CUHAPOMOM U, TaKUM
o6pa3oM, UMeeT MWHMMaNbHOE B/IMSHME Ha KayecTBO
YW3HU NaumneHTa. PacnpocTpaHEHHOCTb 3TOr0 3aboneBaHns
HEW3BECTHa, OMNbIT AMArHOCTMKM AaHHOI0 COCTOSIHUS Orpa-
HUWYEH eOMHUYHbIMKM HabngeHuamun [1-3]. B goctynHowm
nuTepaTtype HeT yKa3aHWM Ha pa3BUTUE KaKUX-TMOO OCNOXK-

Ta6nuua. CpaBHUTENbHAsA XapaKTEPUCTUKA KOXHbIX BacKynonaTtui
Table. Comparative analysis of skin vasculopathies

MonoxwutenbHas Npoba ¢ Komnpeccuen
churmomaHomeTpoMm. InarHos: rpaBUTaLLMOHHas
apuTema. MNporHo3 6naronpusTHbIV

HEHWW rpaBuUTaLMOHHOM 3apuTembl [4, 5]. B Kpyr auddepen-
LManbHOM AMAarHOCTUKM BXOASAT BaACKY/UTbI, OrpaHUYeHHble
KOXEeN, XONMHepruyeckas KpanuBHWLA, 3puUTpoMenanrus
n deHomeH/cuHagpom PeinHo (Tabn.). B yactHoCTM, nopa-
EHWE KOXM MPWU BaCKyIuMTax MOXeT ObiTb NpeacTaBfieHo
NATHUCTBIMKU BbICbINAHUAMM, MYPNypowr, y3efkamu, ysna-
MU, HEKPO3aMW, KOpKamM, 3pO3UsMU, f3BaMM, CeTHaTbiM
nueepno. lopa)keHne KOXKM BO3MOXHO KaK Mpu cuctem-
HbIX BacKynuTax, TakK M NpW BacKyauTax, OrpaHuyeHHbIX
KoXewn [B]. XonuHeprnyeckass KpanuBHWLA XapaKTepusy-
eTCsl MeNKonanyne3HoW, HepeaKo CNMBAalOWENCS CbiMnblo,
BO3HMUKaloWwen nocne ©GU3MYECKOW Harpy3ku, peaxuuen
Ha Temneparypy, cTpeccoM. NposBASETCS CUNbHLIM 3yA0M,
KynupyeTcs caMoCTOATENbHO [7]. dpuTpomenanrus KInHU-
YECKMU NPosBASEeTCA NPU3HaKaMu MopaxKeHus KUCTU U/nnu

BacKynur, CuHapom/
XapakTtepucTuka IpaBuTauMoHHasn o XonuHepruyeckas
cuMnTOMa T Sputpomenanrusa orpaHuqetmbm tbel-u:meu T T
KoXe#n PeitHo
CB3b
C 3MOLMOHasIbHbIM Het Ectb Het Ectb Ectb
cTpeccom
CBa3b
C UBMEHeHUEM
Temneparypsbl Tena Het Ectb Het Ectb Ectb
W/WUNu OKpyXatoLewn
cpenbl
Bosevetime Het Het Ectb Het Het
CNU3UCTbIX 060/104EK
Mpn3Hakun Mpu cuHapome
CUCTEMHOCTHU Het Het Ectb PeiHo — faa, npu Het
3aboneBaHng* peHoMeHe — HeT
0Oco6eHHOCTH dpuTemaTo3Has Mo3anyHas dputema Kannunaputsl, TpexdasHoe MenkonaTHUcTas,
KOXHOro cuHapoma CbIMb Ha KOXe BEPXHMUX KUCTEN M/nUnu remopparvyeckme | U3MeHeHue LBeTa HepeaKo
N/VUNU HAXKHKX cton. KpaHe BbICbINaHMs, AncTanbHbIx GanaHr cauBatolascs
KOHEYHOCTEN, BblparKeHHbIN aurutanbHble KWUCTen (Tpuaga NATHUCTO-
cornpoBoxjaemMas 60/1€BOV CUHAPOM, | A3Bbl U HEKPO3bI, PeWiHo): 6enbin- nanynesHas cbifb
NATHaMKU C CUHEBATbLIM obneryalownnca | TeneaHrmakrasuu CUHWUIA-KpPaCHbIN. C 3yiom
OTTEHKOM, UcYe3atoLwas npwv oxnaxaeHuu BO3MOXHbI
npv HagaBAMBaHU. KOHEYHOCTH; nwemuyeckue
MonoxutenbHas npo6a OTCYTCTBME N3MEeHeHUs
C KOMMNpeccuen cermeHTa addekTa OUCTaNnbHbIX
KOHEYHOCTH OT aHanbreTMKoB oTaenos danaHr

MpumevaHune. * — nuxopajgKa, BocnanuTeNbHble U3MEHEHUsI KPOBU, UMMYHOJIOTMYECKas aKTUBHOCTb, BOBJIEYEHWE [PYrUX OPraHoB.
Note. * — fever, inflammation changes in blood, immunologic activity, involvement of other organs.




CTOMbI: Xry4yen 60/bl0, 9PUTEMON U MECTHbIM MOBbILEHUEM
TemnepaTypbl Ha ¢oHe U3MYECKOW HarpysKu, 3MOLMO-
HanbHOro cTpecca, TeMnepaTypHoOn peakuuu. 3abonesaHune
ABNSETCH ayTOCOMHO-PELLECCUBHbBIM, Pa3BMBaAETCH B pPe3y/b-
Tate Mytauuun B reHe SCN9A unn MoxKeT 6biTb B CTPYKType
apyrux 3a6onesaHuin [8]. PeHomeH/cuHApOM PelHo sBns-
€TCA COCTOSIHUEM C MHOrodaKTOpPHOM 3TUOJIOrMEN, MOXKET
OblTb CAMOCTOSATE/IbHbIM (NEPBUYHbIN) UK B CTPYKTYpE ayTo-
UMMYHHbIX, 3HAOKPUHONOMMYECKNX M APYrux 3aboseBaHui
(BTOpUYHbBIN). XapaKTepulyeTcs TpexdpasdHbiM M3MEHEHUEM
LBeTa KOXW AucTanbHblXx danaHr nanbleB KUCTU: UWemMus
nanbLeB (61eaHOCTb), NePeXoasiinim LMaHo3 (CUHUI) U peak-
TUBHasA rmnepemMus (KpacHbin). MposouunpyrownmMmn daktopa-
MU MOryT GbiTb TeMnepaTypHas peakuus, IMOLIMOHASbHbIN
CTpecc, KypeHue, npuemM neKapcTBEHHbIX npenapatoB [9].
YacTo BCcTpeyaeTcs Npu CUCTEMHON CKNepoaepPMUK, CUCTEM-
HOW KpacHOW BOJSl4aHKe, CMellaHHOM 3abofieBaHuK coeau-
HUTENbHOM TKaHK [10, 11]. [Mpu TAKEeNom Te4eHUn cuHgpomMa
PeiHO BO3MOMHbl MILEMUYECKME WU3MEHEHWUS AWUCTaNbHbIX
otaenoB danaHr nanblEB KUCTEM PYK B BMAE U3bA3BIE-
HUW, PYGYMKOB, AMCTaNbHOro akpockneposa [11, 12]. lMpwu
TSXKENOM Kpu3e BO3MOXKHa MLeMus, NPUBoAsLLan K nocne-
aytoulen ranrpene [13, 14]. ®eHomeH PelHo, Kak npaBuio,
He CBSA3aH C KaKnM-1Mbo 3abosieBaHUeEM, SBASETCH NpU3Ha-
KOM HapylleHus BeretaTMBHOW peryisiumMmM U He COnpoBoO-
XOaeTcs nwemMnyeckumn nameHeHmamu [10]. Kak npasuno,
deHoMeH PeiHo He TpebyeT KaKoro-nnm6o nevenuns [10].

3AK/TIIOMEHME

CnoXHOCTb B MOCTAaHOBKE AMarHo3a rpaBuTaLMOHHOM
3pUTEMBI CBSI3aHa C HW3KWM YPOBHEM OCBELOMJIEHHOCTU
Bpayen o JaHHOW MaTonornun: B AOCTYMHON nuTepaType npu-
BOAATCA OMWCaHWA BCEro Tpex MOAPOCTKOB WM ABYX MOJO-
AblX B3pOC/bIX MauMeHToB. HecMoTpsi Ha TO, 4TO AaHHoe
COCTOSIHME aBNsieTCs A0OPOKAYeCTBEHHLIM U MPaKTUYECKHU
He BAMSIET Ha KayecTBO XW3HW, MaLMEHTbl, KaK npasuio,
nogeepratTcs HEOoAHOKPaATHOMY [LOPOroCTOSILLEMY WHCTPY-
MeHTanbHOMY W labopaTopHOMY OOCNEA0BaAHUIO, XOTS MpHU
TUMUYHON KIIMHUYECKOW KapTMHE AOCTAaTOMHO MpoBeAeHUs
gonnneporpadum COCYAOB, HECKOSIbKMX PYTUHHbBIX TECTOB
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060cHoBaHHne. KUCTbl IEFrKMX — CpaBHUTE/IbHO peaKoe 3abosieBaHMe JETCKOro Bo3pacTta, coctaBnswulee 3,5-5,5% Bcex
c/y4aeB Hecrieunpunyeckmx 3aboseBaHMm 1erkux. PasinyaroT BpOXAeHHbIe M MPUOBPETEHHbIE KUCTbI JIerkmnx. B npaBom
JIEFKOM KMUCTbl BCTPEYAKTCS HECKOJ/IbKO Yallie, YeM B IEBOM. BbisiCHEHME NpuPOoAbl M0J0CTHOrO0 06pa3oBaHUs 0 HACTOSILLEro
BpPEeMEeHMU OCTaeTCsl OAHOM U3 C/IOKHbIX NPo6aeM MybMoHoMA0rMn. OCHOBHasi AMarHOCTMKa KMCTbl — PEHTIeHOJIOrMYecKasl.
OnucaHne KanHNUYecKoro cay4as. Y pebeHka 11 net 10 Mec NU3HU AnarHoCTMpPOBaHa KUCTa rpaBoro J1IerKOro ¢ orpaHu-
YEeHHbIM MMHEBMOTOPAKCOM Ha (QOHE BPOXKAEHHOIo MopoKa Pas3BUTUSI FOJIOBHOO MO3ra M CUMITOMATUYECKOH 3MMAENCUN.
PebeHoK BriepBbie 3ab0/1€/1 THXKEJI0M OCTPOM MPaBOCTOPOHHEN MHEBMOHMEN B Bo3pacte 11 net 7 mec, B CBSA3U C YEM
HaxoAmuscsl Ha CTalMOHapPHOM JIEYEHMM 110 MECTY XUTE/IbCTBA B TedeHne 2 Hel. B npaBoM 1erkom y pebeHKa onpeaenisnoch
0JI0CTHOE 06pa3oBaHme 60/bLINX PA3MeEpPOB. 3arnof0o3pPeHO HalnYnMe KUCTbI MpaBoro aerkoro. [1oBTopHo Yyepes 1 mec 6bi1
rocnuTaan3npoBaH B OTAE/IEHME aHECTE3UOI0MMU U PeAHUMAaLMKU C YXYALLEHUEM COCTOSIHMS MO MPUYMHE OCTPOM pecnupa-
TOPHOM MH(pEKLUMNN. YunTbiBasi Han4dne noaocTHOro 06pasoBaHust 60/bLINX Ppa3MepPOB B MPaBOM JIEFKOM, A1 Aa/IbHENLIEro
ob6csieoBaHUs n iedyeHust 6bla HanpasieH B MOCKBY, rae AMarHo3 KUCTbl MpaBoro Jerkoro 6bia1 noagTBep»aeH. B Bospacte
11 net 10 mec 6bia npou3BefeHa TopaKoCcKonuyecKas 1063KToMusi. Tam e cnyctsa 1 mec nauueHTy npoBenn aanapo-
CKOMUYECKYIO raCTPOCTOMMIO U PyHAONIMKALMNIO B CBA3M C XKEYAO0YHO-NULLEBOAHbLIM PEDIIOKCOM M MOJO3PEHMEM HA PbI-
Ky MULEeBOAHOIro oTBePCTUs aAnagparmbl. [locieonepauymnoHHbIN rnepmos rnpotexkan 6e3 0C/ioKHEeHUH. CaMOCTOSITE/IbHbIN
CTy/1 — Ha 2-e cyT focJie onepauymnn, aKtnBmndaLms 60JibHOro — Ha 3-u CyT. Ha KOHTPOJ/IbHbIX PEHTreHOrpaMmax 4epeKToB
anagparmbl HET, M10JIOKEHUE €€ B HOPMaJIbHON aHaTOMMUYECKOM MO3uLiMn. bobHOM b BbiUMCaH B CTabM/IbHOM COCTOSIHUM
10 MECTY XWTebCTBA 104 Habto4eHNe y4aCTKOBOro neamatpa v JETCKoro xmpypra. 3akn4eHue. Kucrta npaBoro erkoro
Yy pebeHKa 13-3a c1ab0 BblparKeHHOW CUMMITOMaTUKKM ocTaBaslach [0JIr0e BpeMsi Hepacro3HaHHON 1 6biia BbisiB/ieHa Briep-
Bble NPy NOCTYNaeHUn pebeHKka Ha CTalMOHapPHOE JIeYeHME M0 MECTY KMTE/IbCTBa C OCTPOH [ABYCTOPOHHEN MHEBMOHUEN.
CBOEBPEMEHHbIE ANArHOCTUKA M JIEYEHNE TaKOH MaTo/IorMm IErKMX BakKHbl KaK [/1s1 NPOrHo3a Te4yeHus 3aboseBaHus], TaK
M COXPaHEHMsI Ka4ecTBa XM3HW NaLMeHTa.

KnrouyeBble cnoBa: JE€THU, KUCTa JIEMKOro, ocTpas BHEGO/IbHUYHAs MTHEBMOHMSI, XMPYPINYECKOE 1Ie4EHNE, KITMHUYECKUI CyYa.

(Ana yntnpoBaHus: Kpioykoa T.A. Knucta npaBoro nerkoro y pe6eHKka ¢ nopaxeHuem LeHTpaibHOW HEPBHON CUCTEMbI:
KMHUYECKWI cnydain. Bonpockl coBpemeHHou neauatpumn. 2019; 18 (6): 462-469. doi: 10.15690/vsp.v18i6.2067)

OBOCHOBAHME

Kucta nerkoro — natonornyeckas nosocTb B NapeH-
XMME NErKoro, 3anojiHEHHAs BO34YXOM WKW KWUAKOCTHbIM
COAEPKMMbIM. PasnnyatoT BPOXKAEHHbIE U NPUOBPETEHHbIE
KUCTbI Nlerkux [1]. NMpruobpeTeHHbIe (JIOXKHbIE) KUCTbI 4acTo
06GHapYy)XMBaOT MNPU AECTPYKTUBHbIX MHEBMOHUSAX pas-
JINYHON 3TMONOrMKU. KUCTbI NErKoro BPOXAEHHOro reHesa
(MCTMHHbIE KUCTbI NErKOro) MOSBASIOTCS B UTOre HapyLleHus
HOpMasnbHOro pas3BUTUS GpoHXa (6pOoHXManbHas KucTta)
WK auMcnnas3uvy NeroYyHonm napeHxumbl. OCHOBHaa aua-
FHOCTUK@ KUCTbl — peHTreHonornyeckas [1, 2]. Kuctol ner-
Knx BcTpeyatotesa y 3,5-5,5% aeten ¢ Hecneunduyeckmumu
3aboneBaHuaAMU ferkux [1—3]. BpoxaeHHble KUCTbl 06pa-
3yl0TCs B AMOPMOHANbHOM Nepuoje B pesyinbrate An33M-
6puoreHesa nerkoro [1]. PopMMUpPOBaAHMIO KUCTbI CMOCO6-
CTBYET HenpaBUW/bHbIM POCT 6POHXMaAbHbIX 3a4aTKOB C UX
MeXaHM4YeCKMM pacTseHuem [4—6]. Takne daKTopbl, Kak
KypeHue u 310ynoTpebieHne ankorons MaTepbio BO BPEMS
6epemMeHHOCTH [1], 3ageprKKa BHYTPUYTPOOBHOrO pa3BuTUS

nnoga [1, 3], BHyTpuyTpOo6Hasa mnHdekuuns [3], MoryT npu-
BeCcTU K GopMUpoBaHuiO 6oNiee Y3KUX AblXaTeNnbHbIX NyTen
y pebeHKa 1 crnoco6CcTBOBaTb TaKMM 06pa3oM pa3BUTUIO
KWUCT B nerkux [2, 3, 71.

BcneactBue OTCYTCTBMSA MAM CKYAHOCTM CMMNTOMa-
TUKW HEOCNOXHEHHbIE KUCTbl NIErKOro 0Obl4HO OCTatloTCH
Hepacno3HaHHbIMK [3, 7—10]. OHK MOryT cTaTb Cy4anHoOM
Hax04KOM BO BPEMS MHCTPYMEHTasIbHOro 06C/efoBaHuUs.
CBoOeBpeMeHHasi AMarHOCTUKA KUCTbl IEFKOro MeeT 60/1b-
Loe 3Ha4YeHMe He TONbKO A1 NPOrHO3a TeYEHUs JaHHOro
3a6oneBaHns, HO M COXPaHEHUs KadvecTBa AafibHeNnwewn
XU3HM nauueHTa [11]. Huxe npenctaBieHo onucaHue
OTHOCMUTENIbHO PEeAKOM NaTonornu nerkux y peberka 11 net
Ha OHe OpraHUMYeCcKOoro NnoparKeHus LeHTpanbHOW HepB-
HOW CUCTEMbI: KUCTa MpPaBOro Jierkoro 6bina BMepBble
BbIIBleHA B pe3y/ibTaTe PEHTreHON0rM4ecKoro Mccnego-
BaHWS OPraHoOB IPYAHOM KNETKU MpW NOCTYNNeHUn pebeH-
Ka ¢ BHEBGONIbHUYHOW OCTPOWM [ABYCTOPOHHEW MHEBMOHWEN
Ha CTauMoHapHOe fieYeHne NO MECTY KUTENbCTBA.



KNUHUYECKHUHA NPUMEP

O naumeHTe

MaumeHT C., MyxcKoro nona, Bospact 11 net 10 mec,
NOCTYNun B NPUEMHOE OTAENEHNE OETCKOW 06NaCTHOM KIU-
HMYEeCKoM 60MbHMULbI B KOHUE aeKabpsa 2018 r. ¢ kanobamu
(co cnoB MaTepM) Ha BNIaXKHbIM Kallefb C OTXOXAEHUEM FHOW-
HOW MOKPOTbI, BbIPaXKEHHYIO OfbILLKY, BANOCTb.

AHamHe3 3abosieBaHns. PebeHOK 60neH C [eKa-
6psa 2018 r., Korga Bnepsble NOABUICA CYXOM ManonpoayK-
TUBHbIA Kallenb M OTMeYasoCb MOBbILWEHME TemnepaTypbl
Tena go 39,2°C. Jleymncs npoTUBOBUPYCHbIMUK, aHTUOaKTe-
puanbHbIMK K NPOTUBOKALLNEBLIMK MpenapaTtamu No MecTy
WUTENbCTBaA Noj HabntgeHMeM y4acTKOBOro neguatpa, 6e3
BblpaXkeHHoro adpdeKTa. Ha peHTreHorpamme opraHoB rpya-
HOW KJIETKM MO 3aKJIIOYEHUIO PEHTreHosora (peHTreHorpa-
dMYECKMI CHMMOK Y4aCTKOBOMY neauatpy npeaocTaBfieH
He Obln) BbiABAEHblI MPU3HAKW MNPaBOCTOPOHHEN Monucer-
MEHTapHOW NNeBPONHEBMOHMU. MMaunMeHT 6bin HanpasfeH
Ha rocnuTanu3auuio B [ETCKYI0 061acTHYIO KIMHWYECKYHO
6onbHuuy 1. benropoaa, rae HaxoAuNCs Ha CTaLMOHAPHOM
NeYEeHUN B OTAENEHMM MNYNbMOHONOIMU B TeyeHue 2 Hep
¢ anarHosom «OcTpasi BHEBGONbHMYHAA MNPaBOCTOPOHHASN
oYyaroBasi HWKHefonesass MHEBMOHWS CTPENTOKOKKOBOM
3TUONIOTUK, TAXKENoe TeyeHue, AbixaTenbHas HefocTaTou-
HOCTb 2-M cTeneHun. OcnoxHeHus:: NHbEeKUMOoHHasa Kapau-
onatusa. maponepukapa. PeakTnBHbIM TpombGouuTos. [BC-
cuHapoM (dasa runepkoarynsauuu). ConyTcTByrOLWmMIM auar-
Ho3: OpraHuM4yecKoe MOpa*KeHUe LEHTPaNbHOW HEPBHOM
cucteMbl. Cnactuyeckuin TeTpanaped. CumnTomaTMyeckas
anunencus. benkoBo-aHepreTMyeckas HeAOCTAaTOYHOCTb
3-1 ctenexun. MonnaeduunTHas aHeMUs 2-11 CTENEHW».

K OKOHYaHWIO Tepanuu y nauuveHTa oTMevanacb Moso-
XUTeNbHas KIMHUMKO-NabopaTopHas M PEHTIEHONOrMYeCKas
AMHaMWKa 3aboneBaHWs: HOpManuM3oBanacb TemmnepaTy-
pa Tena, UCYE3NU BblpaxKEHHblE CUMMTOMbI MHTOKCMKAaLMK
W CUMMNTOMbI AblXaTebHON HEeAOCTaTOYHOCTU, YMEHbLUWANUCH
XpUMbl B NEFKUX U MHOWUNBTPATUBHbIE UBMEHEHMSA NO Pe3YSib-
TaTaM PEHTreHONOorM4yecKoro o6cnefoBaHns OpraHoB rpya-

Tatyana A. Kryuchkova

HOM KNETKU. 3aK/yeHne no pesynbrataM PEHTreHONOoMu-
4YeCKOro uccnefoBaHUs OpraHoB rpyaHOM KNeTku: «O4aros
BOCMaNUTENbHOW WMHOWUALTPALMK He BbIBNEHO. Bepxyluiku
NIEerKMX CO CHUXKEeHMeM MHeBmaTu3aumu. B npoekuuun cpea-
HEN U HWUKHEW JoNew NpaBoro JIErkoro onpeaensercs TeHb
oBaNibHOW GOPMbl C HEYETKUMM KOHTYpaMu pasmMepom
9,0X6,5 cm 6e3 BuMAMMOro cogepxumoro (KuctoBuaHas
nepecTporKa NIero4Hon TKaHK? CnaeyHbli NPoLLEecc?)».

MaumeHT 6bin BbiNUCAH C YNydlleHWeM COCTOSIHUS U ca-
MOYYBCTBMSI NOJ HabnogeHuMe y4acTKOBOro neauatpa no
MeCTy XuTenbctBa. OAHAKO Mnocne KOHTaKTa C 60/bHbIM
4YIEHOM CEeMbM C OCTPOM pecnupaTopHon uHdeKumen (OPKN)
y pebeHKa HacTynuio yxyjleHue ¢ CMMNTOMaMK HapacTato-
Wen abixaTenbHOW HefoCTaTO4YHOCTH, YCUSTIEHUEM BJI@XKHOIO
Kalnia C OTXOXAEHWEM THOMHOM MOKPOTbl. B 3KCTpeHHOM
nopsiike pe6eHoK 6bl1 rocnUTann3MpoBaH B OTAENEHWE aHe-
CTE3MOMNOMMU U peaHuMalmn OeTCKOM 061aCTHOM KIMHUYe-
CKOM 601bHULbI.

AHaMHe3 13HU. Peb6eHOoK oT 1-in 6epeMeHHOCTH 1 POAOB.
BepemeHHOCTb NpoTeKana ¢ yrpo3oM1 npepbiBaHWSa B NepBOW
ee nonosuHe. Bo BTopoK nonoBuHe y Matepu 6b110 060CTpe-
HWE XpOoHMYecKoro nuenoHedputa. Bo Bpema 6epeMeHHOCTH
OTMeYanIucb XpPOHUYEeCKas BHYTPUYTPOOHas rTMNOKCUSA nioaa
1 XpOHUYeCKas deTonnaueHTapHasa HegocTatoyHoCcTb. Macca
Tena npu poxaeHun 2616 r, poct 46 cM. OLeHKa no WwKane
APGAR 7/8 6annoB. Pe6eHOK poauncsa ¢ 3afeprKKON BHY-
TPUYTPOBHOTO pasBuUTUSA, MUKpoLedannen. PebeHoK aBns-
eTCsl MHBaNMAOM C NepBbIX MECSALIEB KM3HM MO NOBOAY Opra-
HMYECKOr0 MOpaxKeHUs LEeHTPanibHOM HEPBHOM CUCTEMBI,
CUMMTOMaTMYECKON 3Nunencum, cnacTM4ecKoro Tetpana-
pesa 1 rpybor 3agepKKuU HEPBHO-MCUXMYECKOrO Pa3BUTUS.
C poxaeHus HaxoauTca Ha AMcnaHCcepHOM yyeTe nog Habnto-
[leHMeM neauaTtpa, HeBposiora, reHeTMKa. M3 nepeHeceH-
HbIXx 3a6o0fieBaHM — HECKONbKO 3anu3ogoB OPU B nerkom
dopme. JaHHble 3a peunanMBUpPYIOLLIMA GPOHXUT B aHaMHe3e
oTcyTcTBYOT. CO CnoB MaTepu, paHee peHTreHonornyeckoe
uccnegoBaHue OpraHoB FPYAHOM KIETKU He MpoBOAWMIIOCH.
Pe6GeHoK HaxoauTcs MOCTOSHHO AOMa W He KOHTaKTupyet

Belgorod State National Research University, Belgorod, Russian Federation

Right Pulmonary Cyst in the Child with Central Nervous System
Damage: Clinical Case

Background. Pulmonary cysts is relatively rare disease for pediatrics and it is 3.5-5.5% of all non-specific lung diseases. There are
congenital and acquired pulmonary cysts. Pulmonary cysts in right lung are slightly more common than in the left one. Understanding
the nature of cavitary lesion is one of the most difficult problem in pulmonology. Basic diagnostics of cysts is radiological methods.
Clinical Case Description. The child (11 y 10 m) was diagnosed with pulmonary cyst in the right lung with local pneumothorax and
alongside with congenital developmental brain malformation and symptomatic epilepsy. The first episode of severe acute right-sided
pneumonia was diagnosed at the age of 11 y 7 m, he was on hospital stay at place of residence for two weeks. The big cavitary lesion
was revealed in right lung. The pulmonary cyst was suspected. One month after the child was hospitalized again in the in intensive
care unit with worsening course due to acute respiratory infection. Taking into account big cavitary lesion in right lung he was sent to
Moscow for further examination and treatment. The diagnosis of right pulmonary cyst was confirmed. The thoracoscopic lobectomy
was performed at the age of 11 y 10 m. The laparoscopic gastrostomy and fundoplication were performed due to gastroesophageal
reflux and questionable hiatal hernia one month later. Post-surgery period was without any complications. Spontaneous stool was
on the second day, activization of the patient was on the third day. According to check-up X-rays: no diaphragm defects, it is located
correctly. The patient was discharged stable to the place of residence for further observation by pediatrician and surgeon. Conclusion.
Right pulmonary cyst in the child remained unrecognized for a long time due to mild symptoms. It was revealed only when the child was
admitted for the hospital treatment at the place of residence with acute bilateral pneumonia. Timely diagnosis and treatment of such
lung pathology are important both for prognosis the disease course and sustaining of patient's quality of life.

Key words: children, pulmonary cyst, acute community-acquired pneumonia, surgical treatment, clinical case.

(For citation: Kryuchkova Tatyana A. Right Pulmonary Cyst in the Child with Central Nervous System Damage: Clinical Case. Voprosy
sovremennoi pediatrii — Current Pediatrics. 2019; 18 (6): 462-469. doi: 10.15690/vsp.v18i6.2067)



KnuHun4yecKoe Ha6GnogeHue

C MHPEKLMOHHbIMKW 6OSIbHBIMKW, HE Mocelan AeTCKue opra-
HW30BaHHbIE KOMNIEKTUBDI.

HacnenctBeHHOCTb W anneprosorMyeckuin aHamHes,
CO CNOB poauTenen, He OTAroweHbl. Y Mnagwero 6parta
(5,5 net) TakKe oTMevaloTC MUKpoLedbanus, AETCKUI Lepe-
6paNbHbIM Napanny u CyaopOXKHbIM CUHAPOM. bpat nauueHTa
C POXKAEHMUS ABNSETCA MHBANMMAOM NO NOBOAY OPraHWyYecKo-
ro MOpPa)XeHUs LeHTpanbHOW HEPBHOW CUCTEMbI U FpPyoow
3a0EPKKN HEPBHO-MCUXUYECKOTO Pa3BUTUSA: OH HE CUAMT,
He XOAMT, He pa3roBapuBaeT. [eHeTUYeCKn He o6creaoBaH.

dusukanbHaa gMarHocTUKa

Mpu noctynneHun B oTaeneHne oblee CoOCToOAHWEe naum-
€HTa TAXenoe Mo npu4mnHe AbixaTeNbHOW HeLOCTAaTOYHOCTH,
BbIPa*XEHHOr0 MHTOKCMKALIMOHHOIO CMHAPOMa M HEBPOJIOMU-
4YecKoro cratyca. Pe6eHOK pe3Ko OTCTaeT B MCUXOMOTOPHOM
n dunsnveckom paszesutun. Bec 10,2 Kr, pocT 135 cMm, MHAEKC
macchl Tena 5,5 Kr/m2. dusnyeckoe pasBUTUE MO BCEM
noKasaTensiM HUxe 3-ro NepueHTUNs, pe3Ko AUCrapMOHKY-
Hoe. [pu BHeLWHeM OCMOTpeE onpeaensetca oounmne NnueBbIx
CTUIM An3ambpuroreHesa.

CO CTOpPOHbI KOCTHO-MbILIEYHOMW CUCTEMbI: cnacTuye-
CKMIM TeTpanapes, KOHTPaKTypbl KPYMHbIX U MENKUX cycTa-
BOB, TOTa/lbHasa aTpodums MblliL. KOXHbIM MOKPOB 61eaHbIn
C CEepo-3eM/IMCTbIM OTTEHKOM, CYXOW, YUCTbiK. BbipaxeH
nepuopouTanbHbii U NepuopanbHbli LMaHO3 HOCOTy6HO-
ro TpeyronbHuKa. OTe4yHocTb B o6nactu cton. [oAKOXKHO-
YXMPOBOW C/IOM NMPaKTUYECKM OTCYTCTBYET.

[pyoHass KneTka gedopmupoBaHa. [bixaTefibHble ABM-
YEHUS OorpaHMyeHbl C NMpaBoW CTOPOHbI. lpu nanbnaumm
rpyaHas Knetka 6e36051e3HeHHa, onpeaenseTcs HekoTopas
PE3UCTEHTHOCTb MATKUX TKaHen cripasa. [bixaHue rnoBepx-
HOCTHOE, pUTMUYHOe. Kalwenb Nepuoanmyeckuin, BAAXKHbIN.
OfbllKa B MOKOEe BbIpaXKeHHasi, WMHCNMPATOPHOro Tuna,
C y4aCTMeM KpblNbeB HOCa, HaA- U MOAKIIOYUYHBIX SIMOK,
SAPEMHOM BbIEMKM U MEXpebepui B aKTe AblxaHUs. HYacTtoTta
AblxatesibHbix ABWKeHun 40/mMuH, SaO, 83%. CroHyllee,
KpaxTawee abixaHue. [TepKyTopHO Haj Nerkumm 3BYK JIeroy-
HbIl C YKOpPOYEHMEM 3BYyKa CrpaBa B HUXHUX OTAenax
[10 3BYKa «MeYyeHO4YHOM TynocTu». [pn ayCcKynbTalum abixaHue
B JIEMKMUX YKECTKOE, 0CNabneHo B HWMKHMX OTAenax, ¢ 06enx
CTOPOH BbICNyWHNBAOTCS B 60JIbLLIOM KOJMYECTBE BaXKHble
MEeJIKOMy3blpyaTtble U KPenUTUPYIOLLME XPUTbI.

O6nactb cepaua npu OCMOTpe He Mu3meHeHa. [lpu
ayCKy/bTaluW TOHbl cepaua Pes3Ko MpUrylweHbl, pUTMUY-
Hble. Ha BepxylwKe cepaua BbICNYWWBAETCA KOPOTKUM
MATKUIA CUCTONMYECKUIM WYM OYHKLMOHANIbHOIO Xapakrte-
pa, 3a npegenbl cepiua He npoBoauTca. YactoTa cepaeu-
HbIX cOoKpauweHurn 130 ya./mMuH, apTepuanbHOe AaBfieHune
110/55 MM pT. CT. Ha 06enx pyKax.

HuBOT MArkuMn, 6e360Me3HEeHHbIM NpU nanbnauuu.
MeyeHb BbICTynaeT n3-noj Kpas pebepHon ayrn Ha 2,0 cMm.
MoueuncnyckaHve 6e3 naTonornyecknx ocobeHHoctemn. Ctyna
HET, CKIOHHOCTb K 3anopam.

Co CTOpPOHbI HEBPONOTMYECKOro craTyca: TeTpanapes,
6onblle cneBa. MblweyHas cuna — 1 6ann. CyxoxunbHble
pedneKcbl BbICOKME, 6e3 AMccoLMaLMmM CTOPOH, KIOHYChI
cton. bplowHble pedneKcbl CHUXEHbI. [TaTofiornyeckue cron-
Hbl€ 3HAKM MONOXUTESIbHbIE C ABYX CTOPOH.

MpeaBapuTeNbHbIA AUArHO3

BHe6GonbHMYHAA ocTpas ABYCTOPOHHAS MOJMCErMEH-
TapHas MNHEBMOHWSA, TsKenoe TeyeHue, AblxaTeNbHas
HeJoCTaToO4YHOCTb 2-K cTeneHu. Kucta npaBoro nerkoro.
OcnoxHeHnune: ABC-cuHapom. ConyTeTByroLyme 3ab01eBaHUS:

OpraHu4yecKoe nopaxeHue LLeHTPanbHON HEPBHOM CUCTEMBI.
Cnactuyeckui TeTpanapes. CuMnToMatTnyecKas anuaencus.
benkoBo-aHepreTMyeckas HeAoCTaTOYHOCTb 3-M CTEMEHM.
MNonnaednunTHaa aHemMUS 2-i CTENEHM.

JAnHamMuKa u ucxopbl

B KiMHMYecKkom aHasim3e KpoBu Npu NOCTYMIeHUU B CTa-
LMOHap OoTMeyasiCqd 3Ha4yuTeNbHblM JIEMKOLWUTO3 C Bbipa-
YEHHbIM CABWUIOM NenKouuTapHon ¢dopmynbl BAEBO [0
34,6X10%/n, TpoM6OLUTO3 A0 632X109/n, noBblleHWE
CKOpOCTU ocefaHuns aputpountos (CO3) no 23 mm/4. Hepes
3 Hen rocnutann3auuun onpefensniucb aHemus TAXKeNon
CTeneHu, BblpaxeHHas TPOMOOLMTONEHNUS U PE3KO MOBbI-
leHHasa CO3 (Tabn.).

B 6uoxummuyeckom aHaiuse KpPoBM Npu MNOCTynie-
HUWM — pe3Koe, B HECKOJIbKO pa3, yBeNYeHe aKTMBHOCTH
TpaHCaMWHa3 M 3HauYUTeNbHOE MOBbIWEHME KOHLEHTpaLmu
C-peaKTMBHOro 6enka. YpoBHU GMOXMMMWYECKUX MOKa3aTe-
JIEN NMOYEYHbIX MPO6 W 3NEKTPOIUTOB HaxoAuIUCh B npeje-
Jlax HOpMbl (CM. Tab.).

o gaHHbLIM KoarynorpaMmbl, Ha 2-e CyT rocnutannaa-
LMK OMpeaensanocb CHUXEeHWe NnoKaslaTenss aKTMBUMPOBaH-
HOro 4acTM4yHOro TpombonaacTMHOBOro BpemeHun (AYTB)
(cM. Tabn.). Yepes 1 Hep rocnuTanuM3auuu Ha GoHe nevye-
HUSA OTMEeYasiu CHUXKEHWE MpPEXHEN BbICOKOM aKTUBHOCTH
TpaHcaMMHa3 MNpaKTM4yeckn B 2,5 pasa, OAHAKO KOHLEH-
Tpauua C-peaKTUBHOro 6Geflka CoXpaHsnacb Ha BbICOKOM
ypoBHe. 1o AaHHbIM KoarynorpaMmmbl B AMHaMWUKe, Yepes
12 cyT rocnuTanusauum onpeaensnocb CHUXeHWe NpoTPOM-
OMHOBOro KoadduumeHTa, yBenndeHune nokasatens AYTB
(c™m. Tabn.).

Mpn 6aKTepnosiornyecKkoM aHaan3e Ma3Ka U3 3eBa Ha
dnopy yepes 2,5 Heq rocnuTann3auunn BolgeneHa Klebsiella
pneumoniae.

AHan3 KPoBU Ha CTepPU/IbHOCTb Yepes 2 Hefll rocnuTanu-
3alMm — KpPOBb CTepU/IbHA.

YnbTpasByKoBoe uccnegoBaHue (Y3U) opraHoB 6piolu-
HOM rnoJsiocTn 4yepes 12 cyT rocnutanuMsdauun — 6e3 0Co-
OeHHOoCTEN.

Y3M cepaua npu NOCTYMAEHUU: pacxoxieHue NUCTKOB
nepuKapaa B CUCTOJY 3a NpaBbIM Xenygo4KoM 5 MM, Ha Bep-
XylKe cepaua — 4 mm.

KoHcynbTaums Kapauosiora: VHOEKUMOHHas Kapauona-
TMS, ruaponepukapa. KoHcynbTaumsi HeBpoJiora: OETCKUM
LepebpanbHbld napanuy, CUMMNTOMaTUYecKas 3nuencus,
TsKenas yMCTBEHHas OTCTanocTb. KOHCYy/ibTauusi remaTosio-
ra: nonnaeduMTHaAa aHEMUS 2-1 CT., PEaKTUBHbIN TPOM6O-
umTo3, IBC-cnHapom (dasa runepkoarynsumm).

Y4yutbiBas BblpaXKEHHOCTb AblXaTefibHbIX PACCTPOWCTB,
npyu NOCTYNJEHUN B OTAENIEHWE aHECTE3NOMIOMUU U peaHnma-
LMK pebeHOoK Obln MOAKIIIYEH K annapaTy MCKYCCTBEHHOW
BEHTUAALMMN NIETKMX U HAXOAMNCA Ha annapaTHOM NoaaepKKe
[OblXaHWs B Te4yeHne nocneayoulmx 2 Hed. B cBA3KM ¢ nponex-
HAMMW OT MHTY6ALMOHHON TPYOKM pebeHKy Oblna HanoxeHa
TpaxeocToma.

o gaHHbIM PEHTIreHOJIOMMYECKOro UCcae[0BaHms opra-
HOB rpyAHOM KJIETKU NPU NOCTYNJIEHUU B OTAENIEHME crnpaBa
Ha ypOBHe nepeaHux oTpe3koB 1—6-ro pebep Ha doHe obe-
[HEHUS NEero4YHOro puUcyHKa onpegensnacb KonbUeBuaHas
TeHb pa3mepoM 8X6 cm (puc. 1).

C nepBoro gHa npebbiBaHUS pebeHKa B OTAENEHUM Npo-
BoAgMnacb nocnegoBaTefbHaa aHTubaKTepuanbHaa Tepa-
nus. B TeyeHne 10 cyT ¢ MOMeHTa MOCTynaeHusa B oTaene-
HWEe nauMeHT nonyymn uedTpUaKCoH BHYTPUBEHHO B [03€e
75 Mr/Kr B CyTKM B KOMOBUHALMKU C aMUKaLIMHOM no 15 mr/Kr



Ta6nuua. lNokasaTenn nabopaTopHbIX UCCNEeLOBaHWIN KPOBU NaLMeHTa B AUHaMUKe

Table. Blood tests results of the patient in dynamics

CpOKM BbINOJIHEHUS UccnepoBaHue Pe3ynbrat* PedepeHcHble 3HaYeHUs
KnnHn4yecKnit aHann3s KpoBu
NenkoumTsl, X109/ 34,6 (6,7) <10
Bbazodunbl, % 0 0-1
ManoykosigepHoble, % 17 o5
3o3nHodUNbI, % 15 Oo 4
CermeHToAaepHbIE, % 63 53-65
Mpwu noctynnexum Numdouuntsl, % 6 25-30
MoHouuTbl, % 13 6-10
Tpom6oumTsl, 10%/n 632 (14) 180-320
Sputpouutsl, 1012/n 3,54 (2,36) 4,0-5,2
femorno6wH, r/n 110(71) 120-150
CKOpOCTb 0CeflaHnsa 3pUTPOLMTOB, MM /Y 23(34) <12
BuoxumMmnyecKni aHaIu3 KpOBH
AnaHnHamuHoTpaHcdepasa, Ea/n 118 (45)** <40
AcnapTtatamuHoTpaHcdepasa, Ea/n 58,1 (62)** <40
NakTataermgporeHasa, Ea/n 603 <451
C-peaKTUBHbI 60K, Mr/n 28 (82)** <5
O6wuin 6enok, r/n 61 56-79
Anb6yMUH, % 50 54-65
MK NoCTYNEHMN MoueBuHa, MMONb/N 52 1,2-7,5
06K 6UNUPYOUH, MKMONb/N 1,8 6-20
KpeaTuHuH, MKMOnb /n 52 <90
[noKo3a, MMosb/n 4,76 4,1-6,4
Kanbuui MOHM3MPOBAHHbLIA, MMONb/N 0,99 0,98-1,32
Hatpwuit, Mmmonb/n 138 136-146
Kanui, Mmonb/n 5,6 3,5-5,1
Xnop, MMonb/n 100 97-108
Koarynorpamma
dUGPUHOreEH, /N 4,0 2,7-4,0
Ha 3-u cyt AKTMBWPOBaAHHOE YaCcTUYHOE TPOMOBOMNIACTUHOBOE BPEMS, CEK 25 (49) 32-42
rocnuTanusaumm MpoTpoM6UHOBbLIN MHAEKC, % 81 (69) 80-100
MexxayHapoaHoe HopmanM3oBaHHOE OTHOLWEHKE 1,25(1,2) 0,9-1,1

MpumevaHne. * — B CKOOKax yKasaHbl 3Ha4YeHUs NoKka3aTenem Yyepes 1 Hep (ans GUOXMMMUYECKOro aHanmnsa Kposw), 10 cyT (4N Koarynorpammbl)
1 2,5 Hep (Ans KNMHWUYECKOro aHanu3a KpoBK) nocne noctynneHns pebeHka B cTaumMoHap. ** — aKTMBHOCTb TpaHCaMMUHA3 CHU3WUNACh NOYTHU

B 2,5 pasa cnycts 1 Hep nevenuns (AIT — 45 Ea/n, ACT — 62 Ea/n), a KoHueHTpauus CPB coctaBuna 82 mr/mi.

Note. * — within brackets there is data in 1 week (for biochemical blood test), 10 days (for coagulogram) and 2,5 weeks (for complete blood
count) after hospitalization. ** — transaminase activity reduced almost in 2,5 times in a week of treatment (ALT — 45 u/I, AST — 62 u/I),

and C-reactive protein level was 82 mg/ml.

B CYTKMW. Cnefyiowmm KypcoM (B TedeHue 9 cyT) NpUMEHSN
uedonepasoH/cynbbaktaM — 80 Mr/KF B CYyTKM BHYTpU-
BEHHO KanesbHO, 3aTeM B TeYEHUEe HeAenn — MeporneHem
no 40 Mr/Kr B CyTKM BHYTPMBEHHO KanenbHO, B Mocneny-
owme 12 cyT — umnpodrokcaumnH M3 pacyeta 25 Mr/Kr
B CYTKM BHyTpUBEHHO. [lanee B TeyeHne 10 cyT npuMeHsnu
nuHezonug (no 20 Mr/Kr B CyTKM) BHYTPMBEHHO Kanesb-
HO, a 3aTemM B TeyeHue 8 CyT — TUTEeLMKIUH BHYTPUBEHHO
KanenbHo M3 pacyeta 100 Mr/Kr B CyTKW. Takke peb6eH-
Ky 6bln npoBefeHbl Ae3UHTOKCUMKaLMOHHas MHOY3MOHHas
Tepanus (rMoKO30-coneBble pacTBopbl € 4% pacTBOPOM X/10-
puaa Kanus, 10% pacTBOpPOM [/IOKOHATa KaibLus, KOKap-
6oKcunasbl, 5% pactBopamu ButammuHos C, By 1 Bg, 2% pac-
TBOPOM PUOBOKCWHA; aNnbOyMUH); NepenvBaHMe AOHOPCKOWM
KpoBu N2 10 no 180 mn; cumnTomMaTuyeckas Tepanus (npo-
TUBOCYLOPOXHbIE Mpenaparbl, aHTUKoarynsHTel U gesarpe-
raHTbl, CaHauUMs BEPXHWUX AbIXxaTefbHbIX MyTen). Y4uTbiBas
TAXKENY0 CTeneHb 6e/IKOBO-3HEPreTMHYECKON HepocTaToy-
HOCTHU (NOoKa3aTenu GU3NYECKOro Pa3BUTUS HUXKe 3-ro nep-
LEHTUNS), a TaKXKe Kenyao4yHO-KUILEeYHOe KpoBOTeYeHue
Ha doHe ABC-cuHApOMa, € Lienblo BOCMONHEHUS B OpraHms-
Me febuumnTa yrneBoLoB, XKUPOB U GEKOB NaLMeHTy NPoBo-
AMNOCb NapeHTepanbHoe MUTaHWe BHYTPUBEHHO KamnesibHO

LieHTpanbHbiM KabuseHoM. OaHaKo, Ha ¢oHe NpoBOAUMON
Tepanuu cocTosiHMe pebeHKa OoCTaBanoCb TAMKEeNbIM, 4YTO
06YCNOBEHO, KaK U Npexae, CTENEHbIO AblXxaTenbHON Hefo-
CTaTOYHOCTU, UHTOKCUKALMOHHbBIM 1 IBC-cuHapomamu.

B KinHu4eckom aHain3e KpoBu vepeld 3 Hep rocnura-
nM3aumMmM oTMedvanacb aHemusi CpedHen CTEMeHU TaXecTu
(Hb 84 r/n; aputpoumntbl 2,71X1012/50), HE3HAYUTENbHbIN
nenKounTos (12,7 X10°/n) ¢ BblpasKeHHbIM CABUIOM GOPMY-
nbl BNeBo (n/a 39%), Tpomoéouutonernus 22xX10°9/1, nosbl-
weHne CO3 pgo 30 Mm/4. o JaHHbIM Koarynorpammbi:
dnbpuHoreH 2,0 r/n, NPOTPOMOUHOBbLIN UHAEKC 72%, AHTB
40 ceK, TpoMbuHoBOE BpeMs 15 ceKk (Hopma 14-20 cek),
MeXayHapogHoe HopMann3oBaHHoe oTHoweHue 1,42.

Mo AaHHbIM PEHTIEHOJ/I0MMYECKOro nccae[0BaHUs opra-
HOB rpyAHoOH KneTku 4yeped 1 mec rocnutanuadaumm — 6e3
oTpuLaTENbHOW AMHAMUKKM MO CPaBHEHWIO C Mpeablgylnum
uccnepgoBaHuem: obefHeHve U aedbopMaunsg NeroYyHoro
pPUCYHKa, onpegensnacb KO/blLIEBUAHAS TEHb Ha YpOBHE
nepegHux otpe3koB 1-5-ro pebep. CneBa oTMevanocb
BblpaXKeHHOE ycuieHne u oboralleHme Nero4Horo PUCyHKa,
NpPo3payvyHOCTb CHWKeHa. ChnpaBa nerkoe nogxarto, Cocy-
OUCTbIM PUCYHOK CryLLEH, NPO3PayvyHOCTb CHUXKEHA (puc. 2).
Mo AaHHbLIM crmMpasibHOM KOMIMbIOTEPHOM TOMOrpadun opra-
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KnuHun4yecKoe Ha6GnogeHue

Puc. 1. NaumneHt C., 11 net 10 mec: peHTreHonormyeckoe
ncecneaoBaHve OpraHoB rPyAHON KNEeTKK Ha 4-e cyT rocnutanu3aumnm
Fig. 1. Patient S., 11 y 10 m: X-ray examination of thoracic organs
on 4th day of hospitalisation

MpumeyaHue. CnpaBa Ha ypoBHe NepeaHUX OTPE3KOB

1-6-ro pebep Ha GoHe 06eaHEHMS NErOYHOro PUCYHKa
onpefenseTcs KonbLeBUAHas TeHb (OTMEYEeHa CTPeKaMm)
pa3mepamu 8 X6 cM (MonocTb aecTpykunn? Kucra?). Cnesa
0TMEYaEeTCs yCUNEHUE COCYANCTO-UHTEPCTULMANbHOIO PUCYHKA.
Note. On the right side on the level of anterior segments of

1-6 ribs upon lower lung marking you can see ring-shaped
boundary (marked with arrows) 8 X6 cm in size (Destruction cavity?
Cyst?). On the left side — increased lung marking.

HOB rpyAHON KJIETKM B 3TO e BPeMs Ha GOoHe NeBOCTOPOH-
HEeWn nosncerMeHTapHon MHEBMOHUM ONpeaensnochb nosaocT-
Hoe o6pa3oBaHuMe BO/bLLMX Pa3MEPOB B CPEAHUX U BEPXHUX
OTAeNlax NpPaBoro NIErkoro (pa3mepbl He yKa3aHbl).

Ha ¢oHe WHTEHCMBHOW Tepanuu B TeyeHue 2 Hej
y pe6eHKa OoTMeYanu He TONIbKO YaCTUYHbIA KIMHUYECKUH
3pOdeEKT (HE3HAYUTENbHOE CHWXEHUE CTENEHU BblparKeH-
HOCTM TOKCMKO3a W [AblXxaTe/bHOM HEeAOCTaTO4YHOCTU Mpw
OTCYTCTBUM OTpPULIATENIbHOM PEHTTEHONOTMYECKON AUHAMMU-
KM), HO M HEKOTOPYIO MOMOMKMUTENbHYIO AUHAMUKY CO CTOPO-
Hbl FeMaToNOrMYECKUX MokasaTenen. TaK, B KIMHUYECKOM
aHanau3e KpoBM OTMeYeHa Hopmanusauus 3HayeHUn remo-
rno6una (Hb 134 r/n), uncna sapuTpoumntoB (4,38X1012/n),
yBennyeHue uYucna TpoMGoLMToB (462X10°2/n), ymeHblie-
HUE BblIpaXEHHOCTU NeiKoumnTosa (21,7 X10°9/n); CO3 cHu-
3unacbk o 20 Mm/4.

YynTbiBas BbICOKWUI PUCK HEeBGNAronpuaTHOro Mcxoaa,
BO3MOMHbl€ OCNOXHEHUSA MHEBMOHUW C Pa3BUTUEM MHEB-
MOTOpaKca, 6bI10 PeLIEHO NepeBecTy pebeHKa Ans fabHew-
wero obcnegoBaHUst M ONepaTMBHOMO JIeYeHUss Mo NoBoAay
KWUCTbl MPaBOro JIEFKOro B CMeuuanu3vpoBaHHYO KIMHUKY
r. MOCKBbI.

Mpu noctynneHun B OTAENEHUE XMPYPrMU MOCKOBCKOM
KIMHUKKM B KoHuUe ¢eBpana 2019 r. obliee cocTosHue
nauMeHTa TSXenoe 3a CYeT AblxaTeNlbHOM HeAoCTaTO4HOCTH
M CYyLOPOXHOro CMHAPOMA.

Mo paHHbIM GUOPOBPOHXOCKOMMM NPU NOCTYNIEHUU
HaAropTaHHMK W 4YepnanoBuaHble Xpsawmn cHOpPMUPOBaHbI
npaBuabHO. [0n0COBbIE CBA3KM pa3BefeHbl. CaHupyeTcs

Puc. 2. MaupenT C., 11 net 10 Mec: peHTreHonornyeckoe nuccnegoBaHue
OpraHoB rpyaHoM KNEeTKM Yepes 1 Mec CTaLMOHapHOro eveHns

Fig. 2. Patient S., 11 y 10 m: X-ray examination of thoracic organs

in a month of hospital stay

lNpumeyaHne. O6efHeHne 1 JedopmaL s 1ErOYHOrO PUCYHKA,
onpeaensercs KobLeBUAHAA TeHb Ha yPOBHE NepeHnX OTPE3KOB
1-5-ro pebep (oTMeyeHa cTpenkamu). Cnesa oTMevanucb
BblpaeHHoe ycuneHue n oboralleHne 1ero4Horo pUcyHKa,
npo3payvyHoCTb CHWXKEeHa. CnpaBa nerkoe noxarto, COCyaUCTbIN
PUCYHOK CrylleH, Npo3payHOCTb CHUXeHa. bes oTpuuaTtenbHom
OMHAMWKM MO CPaBHEHWIO C NMPeAbIAYLLUM UCCNeLOBaHUEM.

Note. Decrease and deformity of lung marking, ring-shaped
boundary on the level of anterior segments of 1-5 ribs (marked with
arrows). There is increased lung marking, lung field is unclear. Right
lung is pressed, lung marking is increased, lung field is unclear.
There is no negative changes by comparison with previous X-ray.

rHOMHasa MOKpoTa. Tpaxess — MNpPOCBET B HOpMe, CAn3ucTas
o605104Ka runepeMmnpoBaHa. bpoHxmanbHoe aepeBo chop-
MWUPOBaAHO MpPaBWbHO, CM3UCTasi 060I04Ka C YMEPEHHOWM
rMnepemMmen, caHMpyeTcs yMepeHHOe KOMMYECTBO FHOMHOM
MOKPOThbI. 3aK/to4eHue: «ABNEHNUA THOMHOIO 3HAOOPOHXUTA.

Mo pesynbtaTtam ¢@ubPO330ParoracTpoiyoaeHOCKONnH,
nposeaeHHoOM Yepes 2,5 Mec OT Havana 3aboneBaHus, 6bin
BbISIB/IeHbl HEAOCTAaTOYHOCTb KapAuuK, 3PO03UBHbIN 3300a-
rWUT, aKcuanbHas rpbixa (?).

PeHTreHos0orn4eckoe uccrefoBaHMe OopraHoB rpPyAHOHU
KeTKu (4epesd 2,5 Mec ¢ MOMEeHTa NepBOro KOHTaKTa ¢ nauu-
€HTOM): B MpaBOM NIErKOM onpeaensetcs KUCTo3Hoe obpa-
30BaHue 67X56 MM C YEeTKUMU KOHTypaMu. BepxHsas gons
npaBoro nerkoro B3ayta. B HWXHeM oTgene cocyaucTbin
PUCYHOK o6oralleH, gepopmupoBaH. JleBoe nerkoe nHeBma-
TM3MPOBaAHO paBHOMEPHO. COCYANCTbIM PUCYHOK OBOraLleH,
CpPeAoCTEHME HE pacLUMPEHO.

Xupypruueckue BMmellaTebcTBa

Ha 5-e cyT rocnutanusaumvM B OTAE/leHWe MOCKOBCKOM
KIIMHUKN pebeHKy 6blna Npomn3BeAeHa TOPaKoCKoNnyeckas
NI063KTOMUSA (BEPXHAS O0Ns MnpaBoro nerkoro). CeeaeHus
0 pesynbraTax 6UONCUK NErKOro B BbINMUCKE XMPypra OTCyT-
cTBYIOT. B nocneonepauoHHOM Nepuoae NaLMeHT nuxopa-
Onn, OTMeYancs MHTEHCUBHBIM COPOC BO3ayXa MO APEHaxy.
Mo AaHHbIM PEHTreHoJIOrMYEeCKOro MccaefoBaHUs opra-
HOB TrpyAHOM KAETKW OMpeaenssics NHeBMOTOPaKC crnpaga.
Yepesd 2 Hep nocne nocTynneHUs B OTAENIEHUE XUPYPruu
Oblna MpousBedeHa TamnoHada BEPXHeOoneBoro 6poHxa,



a yepes eHb — TamrnoHaja cpeaHefoneBoro 6poHxa crnpa-
Ba. B pesynbrate OKKMO3MKM OTMe4vanacb MONOXUTENbHasA
KJIMHWKO-PEHTreHoNornyecKkas AMHaMmnKa.

CornacHo cBegeHusM, NPUBEAEHHbIM B BbINUCKE Bpaya-
Xupypra, pebeHoK nosy4ymn B oTAeNeHUM KOMIIEKCHYIO Tepa-
nuio. B npegoctaBneHHOM [OKYMEHTE OTCYyTCTBOBAJiO OfMMU-
CaHWe [O3MPOBOK MnpenapartoB, MOJIyYEHHbIX MauueHTOM
BO Bpems NieyeHus. Ha ¢oHe npoBoaMMON aHTUGaKTepu-
anbHoM (JopuneHeMm, pudamnuumnH), UMMYHOTPOMHOW (NeH-
TarnobuH) M CMMNTOMATMYECKOM (reMoCcTaTU4eCcKoMn) Tepa-
nun obuiee cocTosiHMe pebeHKa 3Ha4YUTEeNbHO Yy4LlWKUIOCh:
ncyesna uMxopanKka, YMeHblIMNacb BbIPAXXEHHOCTb CUM-
NTOMOB [bIXxaTe/lbHOM HEeAOCTaTOYMHOCTU M WMHTOKCUKaLWM,
CHMU3MNACb KOHUeEeHTpauns C-peakTMBHOro 6efnka B KpOBM
(co 105 r/n ¢ MoMeHTa nocTynfieHus o 16 r/n yepes mecsy,
rocnutanusauuu). YumtbiBag HEBO3MOXHOCTb KOPMIEHUS
nauMeHTa 4yepe3 poT, a TaKkKe [AaHHble 3HAOCKOMUYECKUX
(PEHTreHOCKOMMS M racTPOCKOMNMUSA) UCCNeaoBaHU (Hanmuume
eNnygo4yHO-NULLEBOAHOIO pedrtoKca U NOA03PEHUE Ha rpbl-
Xy MULLEBOAHOIrO OTBEPCTUS Avadparmbl), pebeHKy 6bl10
pelleHo NPOBECTM ONepaTMBHOE IeYeHME C LieNblo NTMKBUAA-
LMK XKenyao4yHOo-NMULWEeBOAHOro pedtoKca.

Yepes 1 mMec nocne nocTynieHus B ctalMoHap ycnewHo
NpoBeAeHbl flanapocKonuMyeckas racTpoctoMus U GyHIo-
navkaums. MNocne onepauum cBO60OAHANA HKUOKOCTb B GpIOLL-
HOWM NMonocTH, No AaHHbIM Y3WU, He onpeaensanack. B npaBon
nneBpasbHON NonocTM — oKono 40 MN KMAKOCTU, OAHAKO
Ha GOoHe NnevyeHuns B AMHaMUKe Yyepes3 8 AHeW B nNneBpasbHbIX
MOJIOCTSAX CBOOOJHOM }MAKOCTM 3amMeyeHo He 6bi10. 1o gaH-
HbIM PEHTIEeHOJIOMMYECKOIro NCCe[0BaHMs OpraHoB rpyAHoOM
K/IETKM ONpefensancs orpaHuyeHHbIM MHEBMOTOPAKC crpasa.
PrbpobpoHxocKonus: Tpaxes 6e3 NaToNorMyecKknx 0cobeH-
HOCTen, cnuauctas ob6onovka pososas. CnpaBa B BepxHe-
[1011IEBOM M CpeHeA0/IeBOM BpOoHXax onpeaenstoTcs OKKIIo-
[epbl, MONIOXeHWe WX yaoBneTBopuTenbHoe. Heb6osnbluoe
KO/IMYECTBO C/IU3UCTON MOKPOTbI. B KiMHM4YecKom aHa/im3e
KpoBM Yepe3 2 Hep Nnocne ornepaTtMBHONO JIeYEHUs: 3pUTPO-
unTbl 4,02X10%2/n, Hb 118 r/n, nenkoumnTsl 7,39X10°/n
(n/s 3%, a03nHodUNbI 2,8%, HeNnTpodUbl 68,7%, MOHOLM-
Tbl 7%, nuMboLUTbI 18,4%), TpoMG0oLMUTLI 457 X102/1.

B otaeneHun nonyyan nevyeHve, BKIOYaABLUEE MapeH-
TepanbHOe nUTaHWe BHYTPUBEHHO KanefbHO KabwBeHom
4N BOCMONHeHUs aeduumta 6€nKOB, XUPOB WU YrNeBOOB;
nocnefoBaTteNibHyl0 aHTUOAKTEPUANbHYIO U aHTUMWUKOTU-
YeCKylo Tepanuio (aMuKauuH, LedypoKcuM, Ta3obaKtam,
BaHKOMWUMH, gopuneHem, pudamnuumH, NOAUMUKCUH B,
NONMMUKCUH E B MHranauunsx; MMKamuH, GnyKkoHason, cyfb-
nepasoH); LeNoYHble WHransauuun; TyaneT racTpoCTOMbl,
CcaHaLuMio TPaxeoCTOMbl.

B oTtaeneHun pebeHoK Obl1 TaKxe MPOKOHCY/IbTMPOBaH
HEBPOJIOTOM W MEAULMHCKUM TEHETUKOM. 3ak/yeHue
HeBposora: «CuHApOManbHOe AereHepaTMBHOe 3abonieBa-
HWEe, CMMNTOMaTu4yecKas a3nuiencus, TeTpanapes, Hapy-
WEeHNA pa3BUTUS». 3aK/IloyeHne MeAMLMHCKOro reHeTuka:
«AyTOCOMHO-peLleCCMBHAA MUKpoLedanmsa C BPOKAEHHbIM
NOPOKOM r0JIOBHOIO MO3ran».

Mocne OKKNO3MK BeEpPXHe- U CpefHefoNieBOro 6POHX0B
cnpaBa y nauueHTa oTMeyanacb NosoKUTENbHAsA KIMHUKO-
peHTreHonornyeckass guHaMmmka. OH Oblnl BbIMUCaAH B KOH-
ue anpens 2019 r. ¢ nneBpanbHbIM APEHAXOM MO MeCTy
XUTENbCTBA C Nocneaylen rocnutanmdaumnen ansa atanHo-
ro nevyeHuns yepea 3 Hes.

B cepeanHe mas 2019 r. pe6eHoK 6bl1 BHOBb rocnuTa-
NU3MPOBaH B OTAENEHUEe XMPYPruM B IKCTPEHHOM MOopsigKe
C nopo3peHnemM Ha nHeBmoTopaKc. Obuwee cocTosiHME Mnpwu

NOCTYN/AEHUN CpPeaHer CTEMEHU TSKECTM 3a cyeT [Ablxa-
TeNbHOM HeAOCTaTOYHOCTU. TeMnepaTypa Tefla HopmanbHas.
[blxaHue Yepes TpaxeocTomy cBO60AHOE. B nerkux gbixaHue
NPOBOANIIOCH C 06EeUX CTOPOH, OAHAKO BbIN0 pe3Ko ocnabne-
HO crpaBa B HWXHWUX oTaenax. CnpaBa Ha BCEM MPOTSKe-
HUKU Ha OHEe AblXaHMS BbICNYLIMBANMUCL Pa3HOKaNMGepHble
BaXKHble Xpunbl B 601bLIOM Konnyectse. 1o nnespanbHOMY
ApeHaXky oTaensemMoro u c6poca Bo3ayxa He 6bi0.

MpoBeaeHa MynbTUCTIMPAIbHAs KOMMbOTEPHAs TOMO-
rpagus opraHoB rpyaHoH nosocty. 3aknoveHue: «<Hocutenb
TPaxeoCTOMbl, COCTOSIHUE MOCNe PE3EKLIMU BEPXHEN A0MM
NpPaBoOro NIerkoro, HaaoXeHWe OKKIIOAEPOB Ha BEPXHEAo-
NleBon W cpeaHeaoneBon 6poHxM crnpasa. KoHconuagauus
NIEro4YHON TKaHu cnpaBar. B KIMHUYECKOM aHann3e Kpo-
Bu: aputpounTbl 5,35X1012/n, Hb 154 r/n, NEeNKOLUTbI
7,39X10%n (n/a 3%, 303uHOOUNLI 4,5%, HEHTPOdUIbI
41,9%, mMoHouuTbl 7,1%, numoountos 42%), TPOMOOLMTHI
421x10%/n.

B KoHue mas 2019 r. BbINOJIHEHO 3HAOCKOMNUYECKoe yaa-
NIeHWe OKK/I0AEPOB U3 BEPXHE- U CPEeAHEA0NEBOI0 GPOHXOB
npaBoro fierkoro. locne KOHTPONLHOrO PEHTreHonornye-
CKOro uccnenoBaHWst OpraHoB FPYAHON KNETKM ApeHax Obin
yOaneH.

MMOMUMO XMPYPrMY4ECKOro nevyeHuss pebeHOK Mony4ymn
B oTaeneHun uedasonuH (6e3 pesynbtaTtoB MNOCEBOB), Y4TO
Obl1I0 CBSI3@aHO C BbICOKMM PWUCKOM Pa3BUTUSA B Mocieone-
paLMOHHOM nepuoae UHOEKLMOHHBIX OCMOXHEHUN. Takxe
NpoBOAMNIack remoctaTuyecKkas Tepanus. Mo gaHHbIM peHT-
reHOJIOrMYECKOro MCCNEJ0BaHNS OPraHoB rPyaHOH KIETKU:
npaBoe NEerkoe yMeHblleHo B 06beme, NMHeBMaTU3nMpoBa-
HO, cocyancToe NonHoKpoBuMe. CpefocTeHMe He pacluMpeHo.
CuHyCbl cnpaBa 3aByannpoBaHbl.

Mocne 3aBeplieHUs nedveHus U obcnefoBaHUa Nauwu-
€HT 6blN BbiNUCaH U3 OTAENEHMS B CTabWIbHOM COCTOSIHUM
Nno MECTY XUTeNbCTBa Noj HabntoaeHMe y4acTKOBOro neam-
aTpa M AETCKOro xupypra ¢ pekomMeHgauusmu npuHuMaTb
B racTpocTtomy Bo63H3MM No 1 Tabnetke 3 pasa/cyT B Teye-
HWe 2 mec, BUTamMuH D — no 2 Kannau 1 pas/cyT per os
B TeyeHue 3 Mmec; npenapart enesa Pepnatym POJT —
no 5 mMn 2 pasa/cyT B Te4yeHue 3 MeC, KeTOKOHa30n —
no 0,5 Tabnetkn 2 pasa/cyt B TedeHue 10 cyt, Knapu-
TpomuumH (125 mr B 5 mn) — no 3,5 mn B TedyeHne 3 Heq
2 pasa/cyr, a 3atem no 3,5 mn 1 pas/cyT B Te4yeHne 1 Mec,
KMMHAaMUUMH — no 120 mr 2 pasa/cyT B TedeHne 3 Hep,
a TaKxKe 6uonpenapatbl (6e3 nosicHeHM). Kpome Toro, 6biau
peKkoMeHoBaHbl TyaNleT racTPoCTOMbI, CaHauus TpaxeocTo-
Mbl, LLIENOYHbIE MHIANSALNN.

KnuHuyeckum gnarHos

OcHoBHoM: Kucta npaBoro nerkoro. OrpaHWYeHHbIN
NHEBMOTOPaKC.

ConyteTBytoune 3aboeBaHns: AyTOCOMHO-PELLECCUBHAs
MUKpoLedanus ¢ BPOXKAEHHLIM NMOPOKOM rO/I0BHOr0 MO3ra.
CnacTtnyeckun Tetpanapes. CumntoMmatuyecKas anunencus.
benkoBo-aHepreTMyecKkas HeAOCTAaTOYHOCTb 3-M CTeneHu.
MonuaednunTHAA aHeMUS 2- CTENEHM.

MporHos

MporHo3 Ans *M3HU NauMeHTa nocne npoBeAeHuns nia-
HOBOW onepauuun Nno yaaaeHuIo KUCTbl NPaBoro Ierkoro 6na-
ronpuaTHbii. OgHaKo, y4nTbiBas Hannyme y pebeHka rpyoon
OpraHW4yecKom naTonorMnm Co CTOPOHbI LieHTPasbHOM HepB-
HOW cuUCTeMbl (ayTOCOMHO-peLleccMBHas MUKpouedanus
C BPOXAEHHbIM MOPOKOM FOfIOBHOrO MO3ra) Ha GoHe aeT-
CKOro uepebpanbHOro napanuya, TeTpanapesa v CUMMTO-

i
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KnuHun4yecKoe Ha6GnogeHue

Puc. 3. NMaumneHTt C., 11 net 10 mec: XpOHONOrMsa pa3BuTUsa 601€3HU, KNtoYEBbIE COBLITUS U MPOrHO3

Fig. 3. Patient S., 11 y 10 m: disease course, key events and prognosis

[eKkabpb, 2018: neyeHne
Nno NoBozAy NPaBOCTOPOHHEWM
NMHEBMOHUM (TAXKENOE TEYEHME)
B OTAENEHUM NYIbMOHOOT UK
Nno MEeCTY XXUTeNbCTBa

KoHeL deBpanst

2019: nepeBoj

B XMpypruyeckoe
otaenexHne (Mocksa)

Mapr, 2019: TamnoHaaa
BepxHea0n1eBoro 6poHxa
cnpaga, HanoxeHue
OKK/IIOEPOB Ha BEpXHe-
1 cpefHeaoneBov 6pPoHXM

C cepeavnHbl Mas Mo KoHel,
nioHa 2019: atanHoe
NeYeHne B XMPYPruyecKom
otaenexnnn (Mocksa)

¢ 5-ro mec

MaTUYEeCKOMN 3NUNENCcHUn, Mbl ONYCKaeM HeonpeaeneHHoCTb
NPOrHO3HOM OLEHKKU. Kpome Toro, cyntaem, 4To AanbHenWwnim
NMPOrHO3 3aBUCUT OT YaCTOTbl U CTEMEHU TAXKECTU IMUNENTH-
YECKMX NMPUCTYMOB.

BpemeHHas wkana
XpOHONOTrnsg pasBUTUA GONE3HU, KIOYEBLIE COObLITUA
M NPOrHo3 Asid nauneHTa C. npeacTtaBNeHbl Ha pUC. 3.

OBCYXAEHMUE

B cTtatbe npeactaBneH KIMHUYECKUI Crlyd4an KUCTbI npa-
BOr0O /IeErKOro Ha ¢doHe BPOXAEHHOro MOPOKa pa3BUTUSA
rOIOBHOIO MO3ra U CUMMNTOMATUYECKOW anuaencum y pebeH-
Ka 11 net 10 Mec *u13HU. [pUBEAEHHbIN Cydan U3 NPaKTUKK
NMoKasblBaeT, YTO TakMe HeraTuBHble GaKTopbl, KaK yrpo3a
npepbiBaHNg 6EPEMEHHOCTU, TMMOKCUSA Mnoga (XpoHuye-
CKasl BHYTPUYTPOOGHas rmMnoKcus nnojaa), XxpoHn4ecKasa deto-
nnawleHTapHas HeaoCTaTOYHOCTb, BO3AENCTBOBAAM Ha NNOA
BO BpeMsi 6epeMeHHOCTH U cnpoBouupoBan Gpopmuposa-
HWE He TONbKO BPOXAEHHbLIX MOPOKOB Pa3BUTUS (TaKMX KaK
ayTOCOMHO-peLIeCCUMBHAs MUKpoLedanua ¢ BPOKAEHHbLIM
NMOPOKOM FO/I0BHOIr0 MO3ra, rpbixa NuuEeBOgHOr0 OTBEPCTHUS
onadparmbl, rpybas 3ageprkka HEepBHO-MCUXMYECKOro pas-
BUTUS) y pebeHKa, HO 1, BO3MOXHO, KUCTbl MPaBOro SIErKoro.

3aboneBaHue LIeHTpalbHOM HEPBHOM CUCTEMbI Y Nauu-
€eHTa 6bl0 06HapPYXEHO cpasy MNOoC/e POXAEHMS, a KUCTa
npaBoro Nerkoro — nuilb B Bo3pacte 11 neT 7 Mec npwu
PEHTrEHONOMMYECKOM UCCIeA0BaHMM OPraHoB rPpyaAHOM KNeT-
KW NO noBoay ie4eHns 0CTPpon BHEGOSIbHUYHOM MHEBMOHUM.
Mpuyem Jo atoro ann3oda 3aboneBaHns NaLUeHT B TeYeHue
BCEN XU3HM Bcero 2 pasa nepeHec OPWU nerkow crenexu
TeyeHus. [laHHble 3a peLuanBUpPOBaHME GPOHXOErOYHbIX
3ab0neBaHN B aHaMHe3e OTcyTCTBYtOT. [lonocTHoe obpa-
30BaHuWe 60blUMX pa3mMepoB B MPaBOM JIerKoM y pebeHKa
OblN0 O6HApPYXKEHO TONMLKO MpW rocnutannsaumm B craumo-
Hap Mo MECTY XWUTeNbCTBa Mo NOBOAY OCTPON BHEBGONbHMWY-
HOW MHEBMOHWM, TOrfa e W 6blN0 3anof03PEHO Hanuyvue
KUCTbl MpaBoro nerkoro. lMoBTOpHO 4epe3 1 mec nauu-
€HT 6bln rocnUTanu3MpoBaH B OTAENIEHWE aHEecTe3noso-
MU U peaHnMauun ¢ yxyaleHUeM COCTOSIHUS B pesyfbrate
nostopHon OPU. C y4yeTOM BbIPaXKEHHOCTU AblXaTeNbHbIX
paccTponcTB pebGeHOK Mpu NOCTYyNnieHun B oTaeneHune 6bin
NOAKMNOYEH K annapaTty UCKYCCTBEHHOW BEHTUAALMKU NIErKUX

Covem20is odemmen | | o guspas 201 | | S0 | | fovenumz0te | | oo
) TOpaKoCKOMNMUyecKas : .
aHecTe3nosiorMm u peaHnmauuu no6axkTomus. Mocne cpeaHeaonesoro yoaneHue 61aronpPUsATHbLIN
[OOKB benropoga. onepaLmn — 6poHxa cnpasa. OKKNloLlepoB
[IBYCTOPOHHAA MHEBMOHMS. IMXOpaKa, KomnnekcHoe 13 BEpPXHe-
KucTa npaBoro nerkoro? MHEBMOTOPAKS NneyeHue B TeYeHue 1 CpefHeoNeBOro
Taxkenoe TeyeHune. AHBapb, mecqua 6POHXOB crpaBa
2019: HanoXkeHa TpaxeocToMa

yXKe nocne o6HapyeHns NPU3HAKOB KUCTbl NPaBOro Nerko-
ro no pesdynbrataM PEHTreHON0rMYECKOro nccneaoBaHus.

YuntbiBasi BbICOKMW PUCK HeGNaronpusTHOro ucxoaa,
BO3MOHbl€ OC/IOXHEHUS MHEBMOHUU C Pa3BUTUMEM MHEB-
MOTOpaKca, pebeHKy npousBefeHa TOpaKOCKoMNM4yeckas
I063KTOMUSA B CTaumoHape r. MockBbl. Tam e 4yepesd 1 mec
nauneHTy npoBenu nanapoCKOMUYECKYID racTpoOCTOMMUIO
N GYyHOONAMKALUMIO, YYUTbIBAsE HaMUUYME Y HEro Xenyao4Ho-
NUWEBOAHOrO pedsloKca U NOJO3PEHUE Ha TPbiKY NuLlie-
BOJHOro oTBEPCTUS Anadparmbl NO JaHHbIM CNELManbHOMo
o6cnenoBaHus. MocneonepaunoHHbIM nepuog npoTekan 6e3
OC/IOXKHEHWUH, U pebeHOK 6blN BbiNUCaH C peKoMeHAaunamMu
M3 cTaumMoHapa B CTabMIbHOM COCTOSIHUM MO MECTY XUTEeb-
CcTBa Nnoj HabnaeHMe y4aCcTKOBOro neauvartpa W AETCKOro
xupypra. OgHaKo 0JHO3HAYHO CAenaTb 3aK/ItoYeHWE O Mpo-
UCXOXAEHMN AAHHOM KUCTbI Y NaUMeEHTa He NpeacTaBaseTcs
BO3MOXHbIM, MOCKOMbKY Mbl He pacnofnaraem AaHHbIMU
OGMOMNCUMHOro MaTtepuana Nerkoro B pesynbrate Npou3se-
[IEHHOM TOPAKOCKOMUYECKON TIOGIKTOMUN.

Mo mMopdonornyeckuM OCOGEHHOCTSIM KUCTbl GbiBaloT
UCTUHHBIMWU W NTIOXHbIMUW. TepBbIR TUM ABASETCS BPOMXKAEH-
HbIM, @ BTOPON — NpuobpeTeHHbIM. [peanocbiikamu K pas-
BUTUIO BPOXKAEHHOW KUCTbl B NIETKOM Yy pebeHKa chyxaT
pasnuyHble MOPOKW B MeEpUOAE €ero npeHaTanbHOro pas-
BUTUSA. JIOXHblE KUCTbl BO3HMKAIOT, KaK MpaBW/IO, BTOPUY-
HO, Ha QOHEe KaKoro-1Mbo naTo/IorMyecKoro npouecca —
abcuecca Nnerkux, napasutapHon MHBa3uK, TYGEPKYNE3HON
MHPEKLMM M NPOYMX MPUYMH, U OHM Yalle GblBalOT MHOXE-
CTBEHHbIMU, @ UCTUHHbIE — COJIMTAPHbLIMMU.

C y4yeTOM NaToNOrMYECKOro TeyeHuss 6GepeMeHHOCTU
W POAOB, BPOXIAEHHbIX NATONOrMn y pebeHKa, TakuX Kak ayTo-
COMHO-peLeccBHas MUKpoLedanus ¢ BpOXAEHHbIM MOPOKOM
roIOBHOMO MO3ra, 3afepKa HEPBHO-MCUMXMYECKOrO Pa3BUTHS
Ha (OHEe OpraHWM4yecKOM MNaToNIOrMKU LEHTPaNbHOMW HEPBHOWM
CUCTEMbI, TPbiXa MULLEBOAHOrO OTBEPCTUS Anadparmbl, Mbl
He UCK/oYaeM BO3MOXKHOCTU Pa3BUTUSA Y HErO BPOXKAEHHOM
KWUCTbl NPaBOro nerkoro. Posb reHeTnyeckux GpaxkTopoB B ee
BO3HMKHOBEHWM, y4YWUTbIBas rpyboe nopaxeHue LeHTpanbHom
HEPBHOW CMCTEMbI M Y MnajLlero pe6eHKa B cembe, ellle Npea-
CTOMT YTOYHWTb C LiE/bI0 MOCNEYOLWEro NIaHNPOBaHUSA CEMbM.

B npaBomM nerkom KUCTbl BCTPEYaOTCS HECKO/bKO Yalle,
yem B neBom [1, 3, 8, 12, 13]. BBuay oTCyTCTBUSA UK CKYAHO-
CTWU CUMMNTOMAaTUKM HEOC/IOXKHEHHbIE KUCTbl JIEFKOro 06bIYHO



ocTaloTcs Hepacrno3dHaHHbiMK [3, 8]. AnddepeHumanbHyo
AMArHOCTUKY NPOBOAAT C BPOXAEHHOM AnadparmanbHom
rpbiXken, GPOHXONEroYHOM CEKBECTpPaLMen, BPOXKAEHHOM
no6apHon amodun3emMon, 6POHXOreHHbIMK U Mapa3uTapHbIMK
Kuctamu, TybepKynesom nerkux [1, 2, 8]. OcHoBHas posib
B BbISIB/IEHUM KWUCT NIEFKOr0 MPUHAAIEXMUT METOAaM PEHT-
reHOAMarHoCTUKN. BOMbLIMHCTBO NErOYHbIX KUCT BbISBASIOT
NpWY NPUCOEaNHEHNN OCIIOKHEHWI, KOTOPbIE HEPEeAKO Tpeby-
10T XMPYpPruyecKoro nevexus [6, 8, 10].

OnurcaHHbIN cnyvyar U3 NPaKTUKKM NOMOXKET BpavyaM-neau-
aTpaM CBOEBPEMEHHO 3aroAo03pWTb TaKyld pefKyl narto-
JIOTUIO CO CTOPOHbI OPraHOB AblXaHWS, KaK KWUCTa JIEerkoro,
M BOBpPEMS HanpaBuTb 6ONbHOrO pebeHka B crneuuanmau-
poBaHHOE MeAULMHCKOE yYpexaeHne ans goobcnefoBaHums,
onpefeneHns TakTUKK e4eHns 1 NPodUNaKTUKM.

3AK/TIOMEHUE

lMpeacraBneHHOEe KAMHWYECKOE HabnloJeHWe OEeMOH-
CTPUPYET Cllydan KUCTbl NpaBOro Jerkoro Ha ¢GoHe BPOXK-
[IEHHOr0 MOPOKa Pa3BWUTUS TOIOBHOrO MO3ra U CMMMNTOMa-
TUYeCKoW anunencuu y pebeHka B Bo3pacte 11 net 10 mec.
MNpeactaBneHbl KIMHUYECKME 0COBEHHOCTH TeYeHns 3abone-
BaHMA U HabnoaeHUa 3a 60/IbHbIM NaLMEHTOM B AUHAMUKE.
Hepeako A0BOMBHO TPyAHbIM GbiBaeT anddepeHunanbHas
OMarHoCTUKa Mexay MCTMHHOW M NOXXHOM KWCTOW nocne
nepeHeceHHoW MHEBMOHMU. Ha ¢oHe KUCTO3HbIX 06pa3o-
BaHWUM NIErKUX Yy OeTen 4YacTo pa3BMBAOTCA XPOHUYECKKUE
Hecneunduyeckme 3aboneBaHUsa JIErkKMX, KOTOpble UMELOT
TAXenoe TeyeHne. MMEHHO No3ToMy CBOEBPEMEHHAs Aua-
rHOCTMKa MMeeT 60/blloe 3Ha4YeHMe He TOJSIbKO 1 NMPOrHo-
3a TeYyeHus JaHHoro 3aboneBaHus, HO U Ka4yecTBa JalbHEeNn-
LEeN XN3HM nauueHTa. Ans npodunakTMkm BO3HUKHOBEHUS
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HMKW peBaKUMHaLMi B paMKax HallMOHaIbHOro KaneHaaps npoguaakTMyecKnx npuBMBOK.

Knro4deBble cnoBa: feTH, KOK/IOLW, peBaKuymHauus, AakaC, 9KOHOMMYecKas ap@EKTUBHOCTb, NPsMble 3aTpathl, KOCBEHHbIE
3aTpathbl, BaKUMHaLMSA, HaUMOHa IbHbIV KaneHaapb npoduaakTM4eCcKmx npmuB1BOK.

(Ansa ynTupoBanms: Mnxeesa W.B., Muxeesa M. A. OLieHKa S3KOHOMWYECKON 3PDEKTUBHOCTU PEBAKLMHALIMM NPOTUB KOK/IOLA

[eTel OOWKONbHOro Bo3pacTta. Bornpockl coBpemeHHo neguatpumn. 2019; 18 (6): 470-477. doi: 10.15690/vsp.v18i6.2068)

BBEJEHMUE

C Havyana peanusauuMum paclwMUpeHHOW nporpamMmbl
MMMYHM3aLnn BceMunpHOW opraHu3auuu 3apaBooxpaHe-
HMa (BO3) B 1974 r. B CNUCOK LIENEBbIX MHPEKLMIA BXOANUT
Koknow. OgHako 3a npowepwuve 4,5 fgecaTuneTns yeunus
no BaKUMHOMPOOWNAKTUKE 3TOM MHOEKUMM He yBeHYa-
Mcb nonHon nobepon. B Poccuun, Kak v B Apyrux crpa-
HaX, KOKJ/IOW OCTaeTcs JHAEMWYHOU HHbeKuuen [1-3].
JOCTUIHYTbIN BbICOKMI (> 95%) ypoBeHb oxBaTa npodunax-
TMYECKMMK NPUBMBKAMMK AETCKOrO HaceneHus He npeaoT-
BpallaeT nepruoanyeckne anmaeMmyeckme nogbembl 3a60-
nesaemoctv [4].

B nocneaHee Bpemsl HabniogatoTcs 6onee YacTble
cllydan KOK/oWa Cpean MnoApOCTKOB M MOJIOAbIX B3pOC-
Nbix. TaKkoe BO3pacTHOE CMELLEHME XOPOLWO MPOCAEKHN-

Irina V. Mikheeva, Marina A. Mikheeva

BaeTCs B CTpaHax C BbICOKMM YPOBHEM [OXOLOB Hace-
NEHUS U MOXET 6blTb YaCTUYHO OOBACHEHO MOSABNEHUEM
HOBbIX, 60fiee YyBCTBWUTE/IbHbIX METOAOB flabopaToOpHOM
LWNArHOCTUKM U BbIIBIEHWEM CTEPTLIX U aTUMUYHbIX GOpPM
KOK/loWa cpefu 6onee craplinx rpynn Hacenenus [1].
CHUXeHWe MOCTBaKLIMHANBHOMO TUTPa aHTUTEN U Koluye-
ctBa T- 1 B-numdountoB K 5-6 rogam nosbillaeT BOC-
NPMUMYNBOCTb K 3abosneBaHuto. B pesynbtate KOKOL
perucTpupyeTcs B KayecTBe NMpUYMHbl MOCTOSHHOIO Kaliis
y NOAPOCTKOB M B3pochbix [2, 3].

SAMUAEMUOJIONUA KOKJIOWA

B POCCUMACKOW ®EAEPALIUK

Ha Tepputopun Poccuiickon depepaumn Ha npoTsKe-
HUKM NocnegHmx 15 net 3a60neBaeMoCTb KOK/IIOWEM MeEHS-

Central Research Institute of Epidemiology, Moscow, Russian Federation

Cost-Effectiveness Analysis of Revaccination Against Pertussis
in Preschool Children

Foreign practices of cost-effectiveness analysis of revaccination against pertussis in preschool children, teenagers and adults are
presented. The economic viability of the second revaccination against pertussis at preschool/early-school age is shown: it can reduce
both direct and indirect expenses associated with pertussis not only in revaccinated groups but also in infants due to increasing of
population immunity. International guidelines on the implementation of revaccination against pertussis through replacing of exhausted
diphtheria tetanus modified vaccine on DTaP within the framework of the national vaccination schedule.

Key words: children, pertussis, revaccination, DTaP, cost-effectiveness, direct expense, indirect expenses, vaccination, national
vaccination schedule.

(For citation: Mikheeva Irina V., Mikheeva Marina A. Cost-Effectiveness Analysis of Revaccination Against Pertussis in Preschool
Children. Voprosy sovremennoi pediatrii — Current Pediatrics. 2019; 18 (6): 470-477. doi: 10.15690/vsp.v18i6.2068)



nacb B npeaenax 2,5-7,1 Ha 100 TbiCc. HaceneHus, nNpeBbl-
cvB B 2018 r. noKasatenb 3ab6oneBaeMocTv B npeablayliem
roay noytu BaBsoe (puc. 1). 3aperncTpMpoBaH OauMH neTanb-
HbIK ncxog [4]. MNpwu aToM 3aboneBaemMocTb AeTEN B BO3pacTe
[0 14 net npeBbIlIAET NOKa3aTeM COBOKYNMHOro HaceneHus
B 5—7 pa3s (puc. 2). N xoTa NnepmoanyHOCTb 3NMAEMUYECKOro
npoLecca KoK/owa, Kak NpaBuno, onpeaensior 4eT B BO3-
pacTe g0 1 roga, B 2018 r. pocT 3a60/1eBaeMOCTM OTMeYan-

C BO BCEX BO3pacCTHbIX rpynnax geten [D]: TaKk, Ha geTen
B Bo3pacte 3—14 neT npuwnocb 605ee NOMOBUHbI Cyqaes
3a60/1eBaHNA KOKJTIOLWEM, U3 HUX KaXKA bl HETBEPTLIW ClyYan
oTMedancsa cpeau aeten 3—6 neT, Kaxabli TpeTun — cpeam
7-14-netHux (puc. 3) [5]. BaxkHo, oaHaKo, y4uTbIBaTb, YTO
BCNE[ICTBME HECOBEPLUEHCTBA METOA0B labopaTopHOM anar-
HOCTWKM, a TaKXKe HeJOoCTaTO4YHOM HAaCTOPOXKEHHOCTU Bpayen
OONbLWKWHCTBO JIETKMUX Cny4aeB 3abosieBaHUsA KOKJOWEM,

Puc. 1. 3a6oneBaeMoCTb KOK/OWEM HaceneHnus Poccuitickon ®egepaumnn B 2005-2018 rr. (Ha 100 TbiC. HAaceneHus)
Fig. 1. Pertussis morbidity in Russian Federation in 2005-2018 yy. (on 100.000 population)
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lMpumeyaHune. NcTouHmk: PocnoTpe6Haasop, 2018 [4].
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Note. Source: Federal Service for Surveillance on Consumer Rights Protection and Human Wellbeing, 2018 [4].

Puc. 2. 3a6oneBaemMoCTb KOK/IOWEM AETCKOro HaceneHusa Poccuiickon ®egepaumnn B 2005-2018 rr. (Ha 100 Tbic. HaceneHus

COOTBETCTBYIOLLErO BO3PacTa)

Fig. 2. Pertussis morbidity among children in Russian Federation in 2005-2018 yy. (on 100.000 population of the same age)
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OGMEH onbITOM

Puc. 3. BospacTHas CTpyKTypa 3a60/eBLWMX KOKoWeM

B Poccuiickon depepaumn B 2018 ., %

Fig. 3. Age structure of all patients with pertussis in Russian
Federation in 2018, %
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lMpumeyaHne. UcTo4HKK: PocnoTpebHaasop, 2018 [5].
Note. Source: Federal Service for Surveillance on Consumer Rights
Protection and Human Wellbeing, 2018 [5].

npoTeKaloLWwmx B cTepton popme, He perucTpupyetcs n odu-
LManbHO He y4uTbiBaeTcsa [6—8]. Takum obpas3om, peasnb-
HblM YypoBeHb 3ab6oneBaemMocTu Kokowem B 10-1000 pa3s
Bblllle PErMCTPUPYEMOro NPU NacCUBHOM 3MNUAEMUONIOTMYe-
CKOM Haf3ope.

PEKOMEHAALUY BO3 NO PEBAKLHALIUK

NMPOTUB KOKJIIOLLA U ONbIT UX PEAJIUSALIUMA

B pekomeHpaumsax BO3 ykasaHo, 4TO «peaKTuBauus
3alumTbl y 6osiee cTaplwux Aeten uMnuM B3POCAbIX MPOTUB
MaHWbECTHOro Kokowa TpebyeT NpoBeAeHUs Mepuoau-
YEeCKUX peBaKUMHaLMM C WUCNOMb30BaHUEM MeHee peak-
TOreHHbIX BECKIETOYHbIX KOK/MOWHbIX BaKuuH» [1]. B psge
BbICOKOPA3BUTbIX CTpaH, TakuMx Kak ABcTpanus, KaHaga,
®dpaHuug, fepmanus, CLUA, ong noApoOCTKOB M B3POC/bIX
npegycmotpeHa 6ycTepHass KOMOMHMpOBaHHas [o3a 6ec-
KNETOYHOM KOK/IOWHON BaKUWHbI, CTONGHAYHOrO aHaToOK-
CMHA W yMEHblUeHHas A03a AMPTEPUMHOrO0 aHaTOKCWMHa
(AakaC). NpoBeaeHWe peBaKUMHALMK NPOTUB KOK/IOLWHON
MHbEKLNK geTer B Bo3pacte 6—7 1 14 net v B3POCNbIX NpU-
BOJMT K CHUXXEHMIO 3a60/1€BAEMOCTH KOK/IOLEM HE TONbKO
B 3TUX BO3PACTHbIX rpynnax, HO M B MOMNyAsLUN B LIESIOM,

a TaKXe cpean Hanbonee ysa3BMMOrO KOHTUHreHTa aeTten
B Bo3pacte Ao 1 roga [9, 10]. Ha cerogHsAWHUIA AeHb,
no AaHHbIM 3KcnepTtoB BO3, BTOpas peBaKuMHaLMa Npo-
TMB KOKJOWa B Bo3pacTe 4—6 NeT BKAOYEHa B KaneHaapu
51 cTpaHbl, B ToM uucne CLUA, KaHapgbl, 60nblIMHCTBA
cTpaH EBponbl. TpeTbs peBaKUUHUPYOWas 403a B BO3pacTe
9-17 net BKIOYEHa B KaneHaapn 39 ctpaH [11]. TakTMKa
NpPoBeAEeHUs peBaKLUMHaLMK NPOTUB KOK/OWa NPOAEMOH-
cTpMpoBana CBOK 3MNMAEMMOSIONMYECKYID 3DDEKTUBHOCTb
B CHWXXEHUM obllen M MNnageH4yecKon 3abosieBaemMocTu
KOKJIOLLIEM BO MHOIMX cTpaHax. Tak, B [epMaHuuK BBeaeHue
B 1998 r. peBaKuUMHaLMW NPOTUB KOK/OLWa AeTeN B BO3pac-
Te 4—6 net npmseno B 2004—-2007 rT. K CHUXKEHMIO 3abone-
BaAEeMOCTM BO BCEX BO3PACTHbIX rpynmnax HaceneHus, a 3a60-
IeBaeMOCTb AE€TEN B AOWKONbHOM W MAA[WEM LKONbHOM
Bo3pacTe cHusunacb B 3,5-4 pasza [12]. B [laHuun BTOpas
peBaKLUMHaLUUsA NpPoTUB KOK/oWa AeTen B Bo3pacte 5 ner
Oblna BBegeHa B 2003 1. B pesynbrate 3ab6oneBaemMoCTb
KOKJ/IIOLIEM CHM3MNAcb BO BCEX BO3PACTHbIX rpynnax Aet-
CKOro HaceneHus, Ho 0CoBeHHO B rpynnax AeTen B BO3-
pacTte 4-9 net [13]. BHeapenune B 2001 r. B HuaepnaHaax
BTOPOM peBaKLMHALMK NPOTUB KOK/IOLWA AeTen B BO3pacTe
4 net 06ecneynno AByKpaTHoOe CHUXKeHWe 3a60seBaeMocTym
KOKJIIOLEM B 3TOM BO3pacTHon rpynne [14]. PeBaKkumHauus
NOAPOCTKOB npoTMB Koknwwa B CLIA nossonuna cCHu-
31Tb YacTOTy rocnuTann3aLun MaageHLeB No NoBoay 3Toro
3aboneBaHua [15].

BJ/IMSAHUE PEBAKLIUHALUU HA COLIMAJIBHOE

BPEMSA UHOEKLIUUN

OXknpgaertcs, YTo peBaKLMHaLMsA NPOTUB KOKIWa noj-
POCTKOB/B3POC/bIX HE TONbKO 3aLLMTWUT 3TW FPynnbl Hacene-
HWS OT KOKJIoLLIa, HO BNOCNEACTBMM COKPATUT U coLManbHoe
6pemsi 3aboneBaHusA, onpegensieMoe BWSHUEM 60NE3HU
Ha oblwecTBEHHOE 340p0Bbe B Lenom [16—-18]. Mpu atom
BaKUMHaums nogpocTtkoB AakaC npepotBpaTtnt 36% NporHo-
3UPYEMBbIX C/lyHaeB Ha NPOTAKEHUN BCEWN XKUBHM [17].

3HaymMmocTb 3aboneBaHns KoKNoWweM 0CO6EHHO BbICO-
Ka y AeTen nepBblX MECSLEB XW3HU, MOCKONbKY 3abone-
BaHWe y HUX MNpoTeKaeT B 6ofee TAXenon dopme, 4em
y B3pOCAbIX U NoAPOCTKOB. OaHaKo W y nuu, 6onee crap-
WMX BO3PACTHbIX FPYyNn KAMHMYEecKoe 6pems KoKatwa
OUEHMBAETCH KaK 3HauyuTenbHoe (Tabn. 1). Mpu atom ans
[LeTel NepBOro roja Xu3Hu Hanbosee BEPOATHLIM MUCTOY-
HUKOM MHOEKLMN ABNAOTCS 60MbHble KOKowem 6paTtbs

Ta6nuua 1. KnvHuyeckoe 6pems KOKOLWA B padHblX BO3PACTHbLIX Fpynnax

Table 1. Burden of pertussis in different age groups

Bo3pacrtHas rpynna

KnuHuueckoe 6pems KoKiiowa

[leTh nepBbIX MecsLEeB
YKU3HU

OCnoXXHeHWs: MHEBMOHMUS, CYA0POrK, aHLedanonatns n o6e3soxnBaHune [19]

BblCOKMit pucK rocnutanusaunn (32% B cpaBHEHUU ¢ < 1% B cCONOCTaBUMOM KOHTposne) [19]

BblCOKMI pUCK neTanbHOro ucxoaa [19]

BbICOKWU PUCK HapyLLEHWUI HEPBHO-NCUXMYECKOr0 Pa3BUTUSA NO CPABHEHMIO C NONYNSALMOHHOM HopMo# [20]

[eTv WwKonbHoro
BO3pacTa

KNMHMYECKM 3HAYMMbIN HenpeKpallaoLmMicsa Kawenb [21]

BO3HWMKHOBEHMWE OfbILLIKK, MOBLILEHHON YTOMASEMOCTH, 60111 B o6nactu pebep, peoTa [22]

HapyweHus cHa 1 noBceaHEBHOM AEATENbHOCTU B TEYEHWE ANUTENBHOMO Neproja BPEMEHU (CUMNTOMbI MOTYT
COXPaHATLCA Ha NPOTSXKEHUM okono 160 cyT) [22]

MoapocTkM/B3pocnbie

HenpekpalLatowmiics Kallenb, B K1acCU4ECKOM BapuaHTe Kallenb ABASEeTCs NPUCTynoo6pasHbim,
COMPOBOXAAETCH CYA0POXKHbIM LWYMHbIM BAOXOM M pBOTOM [23]

HapywweHus cHa, dapuHreanbHble CUMATOMbI, CHUXEHWE MaccChl Tena, rpUnnonofo6HbIe CUMATOMbI,
ancdhoHus, 601b B NpUAaTOYHbIX Nadyxax Hoca, MPUCTYMNbl NOBbLILEHHOM NOTANBOCTU U rONOBHbIE 60M [23]
OCNOXHEHUSA: ClyYaun HeaeprKaHus Mo4u, MHEBMOTOPAKC, MaxoBas rpbixa, acnupauus, noteps cnyxa,
nepenombl pe6ep 1 paccioeHne COHHOM apTepum, TaKkKe PeaKo Cyaoporu, aHuedanonatusa 1 nHEBMOHMS [23]
focnutanuadauwmu: 1,4-7,5% nuy, B Bo3pacte 10-19 net, 3,5-5,7% — B Bo3pacte = 20 net [23]




n cectpbl (41%), matepu (38%) n oTubl (17%) [13], noatomy
BHeApeHWEe nporpamMMbl peBaKLMHaLMK NPOTUB KOK/oLwWwa
NoAPOCTKOB/B3POC/bIX MOXET MOBbICUTb MOMYNSALIMOHHbIN
UMMYHUTET U CHU3WTb BMOCNEACTBMU 3a60NEBAEMOCTb
MmnageHues [13, 24]. B CLIA BaKuuHauusa NoApPOCTKOB
AakaC 3Ha4YuTENbHO CHM3MMA YacToTy Cly4yaeB rocnuTanu-
3aUnMn MNageHLeB No NoBoay Kokowa. AP eEKT OT BaKuUU-
HaLMK MOAPOCTKOB NPOTUB KOKMOWa COXPaHaeTcs Ha npo-
TeHun 3 M3 4 neT HabnoaeHUs B NOCTBAKLIMHANBHOM
nepuoge [15].

B CLUA 6b110 NOKa3aHo, YTO NOCNeACTBMS KOKoWa ang
3[10POBbS M KAYeCTBa XMU3HM OCTAlOTCA 3HAYMMbIMU BO BCEX
BO3pacTHbIX rpynnax. o peaynbratam nccnegoBaHus, obliee
CHUXXEHWE NPOLOMIKUTENBHOCTU U3HKU C MOMpPaBKOM Ha ee
KayectBo coctasuno 0,097 (0,089-0,106) QALY (quality-
adjusted life year) ana noaTBepXAEHHbIX Clly4aeB KOKIoLLa,
T.e. 3a60neBaHMe KOK/IOLWEM NPUBOAUT B CPeIHEM K NoTepe
35 (o1 32,5 n0 38,7) CYyTOK Ka4eCTBEHHOM XWN3HU [22].

3KOHOMMUYECKOE BPEMSA KOKJ/IIOWA

Taxenoe KIMHUYECKoe TeYeHne KOK/Wa y aeTen nep-
BbIX MECSILEB XU3HW 00YCNOBIMBAET BbICOKOE 3KOHOMMUYE-
cKoe 6pems 6051e3HuM (Tabn. 2). Tak, B CLLA pacxogbl, cBA3aH-
Hble C Ie4eHneM KOoKIoLWa y MnaaeHLeB B Bo3pacTe 1 mec,
npesbiwatoT 18 Thic. gonnapos [19]. AKoHOMMYecKoe Bpems
06ycnoBeHO, rMaBHbIM 06pa3om, pacxogamMu Ha npebbiBa-
HWEe B CTaLMOHape M OKa3aHWe CKOPOW MoMOLM, BKIOYas
TPaHCMOPTUPOBKY.

TpaAMUMOHHO NPU OLIEHKE COoLMaNbHO-3KOHOMUYECKOW
3HAYMMOCTHU KOKJOWa OnupaloTcs Ha AaHHble o 3a6one-
BaeMOCTM, CMEPTHOCTU M YPOBHE rocnuTanuMsauuu aeten
NepBOro roga *M3Hu, He NpMHUMas BO BHUMaHWe To 6pe-
MS$l, KOTOpO€e HaHOCAT 3a60/1eBaHMA KOK/OWEM AeTen cTap-
lwero Bo3pacTa, MNOAPOCTKOB M B3pocnbix. [MpoBeaeHHoe
B AHIMMK 1 Yanbce nccnegoBaHne Ha npumepe 535 nauu-
€HTOB B BO3pacTte = 5 ner ¢ n1abopaTopHO MOATBEPHK-
[JEHHbIM KOK/OWeEM BbiBUAIO o6y notepto 20—-36 cyT
C BbICOKMM Ka4yecTBOM ¥M3HU (noteps 0,055-0,097 roaa
C BbICOKMM Ka4yeCTBOM XM3HU) [22]. IKOHOMMYECKOoe 6pe-
M$1 KOKJ1IOLWa y NOAPOCTKOB M B3POC/bIX, CBA3aHHOE C Nps-
MbIMW WM3AEPKKAMU, TaKKe ABNAETCHS 3Ha4YnMMbIM. Tak,
B CLUA B 1996-1999 rr. 6bln1a NpoBeAeHa CpaBHUTENbHas
OLleHKa 3aTpaT Ha CTalMOoHapHOE le4eHne KOoKoLwa y auL,
pasHoro Bo3pacTa. MeaumaHa 3aTpaT Ha cTauuoHapHoe
neyeHne coctaBuna 4400 pgonnapoB y AeTel B Bo3pacTe
1roga — 11 netn 4293 ponnapa CLUAy nuy ctapwe 12 net
[25]. B apyrom uccnegosaHmn B CLUA 6bin0 onpeaenexo,

4TO O6LMEe MEANLIMHCKME U3AEPIKKM, CBA3AHHbIE C IEYEHMU-
€M KOK/loWwa y B3pociblx B Bo3pacTte = 50 neT, cocTaBmu
noytn 168 mMnH gonnapos [26]. MNpu 3TOM cConyTCTBYOLME
XpOoHW4Yeckne 3aboneBaHus, Hanpumep OpOHXManbHas
acTMa M XpOHM4YecKass OBCTPYKTMBHas 6GONIE3Hb JIETKMX,
ele B 60bllEN CTENEHN MOBbLIWAT 3KOHOMUYECKoe 6pe-
M$l KoKntowa [27].

KoKntow y NOAPOCTKOB U B3POC/bIX TaKKe accoummpyeT
CO 3Ha4uTeNbHbIMWU KOCBEHHbIMW W3AepXKKamu, 06YyCcnoB-
NIEHHbIMW NPONYLIEHHBIMW AHAMM y4ebbl B WKoNe/paboThbl
no 60/1€3HU WX B CBSI3K C YXOA0M 3a 60JbHbIM PEGEHKOM
[28]. B uccnepoBaHuu 3aTpaT Ha nevyeHue KOKLWwa y noja-
poctkoB (Can-Awnero, CLUA) nsgepkm coctasunm 315 gon-
napoB Ha cemblo U 6onee 235 TbiC. 4ONNAPOB CYMMapHO
B TedyeHne 2013-2014 rr. [29], npn 3TOM 06LIME KOCBEHHbIE
N3AEPXKKN, CBA3aHHbIE C KOK/IOLWEM Y B3POC/bIX B BO3pacTe
= 50 nert, coctaBunu 6onee 230 mnH gonnapos [30].

Bonbwas 4acTb CBSA3a@HHbIX C KOK/OWEM pacxofosB
06YyCNOB/IEHA CHUXXEHMEM MPOM3BOAUTENBHOCTU Tpyda Wu
BbINOJIHEHMEM 06513aHHOCTEN NO yxoAdy 3a aeTbmu [31, 32].
Kak 6b1710 noacyYnTaHo, 60/bHbIE KOKOWEM B3pOC/ble Npo-
nyctmam B cpegHem okono 10 paboyux AgHen, 60JbHble
KOKJIlolWeM NMOoAPOCTKM — B cpefHeM 5 AHen y4yebbl B WKO-
ne [26]. B gpyrom wuccnefoBaHuu 6blI0 OonpefeneHo, 4To
poauTENN NOTEPSNM B CpefHEM Mo 6 paboyux AHen (aua-
nasoH 1-35 gHen) B CBA3M C yXOAOM 3a 60J/IbHbIM KOKJIO-
lwem pebeHKOM; KOCBEHHbIE U3AEPHKKMU, CBA3AHHbIE C NoTe-
pei paboyero BpeEMEHW, OLEHMBalOTCH B 767 [ON1apoB
Ha cemblo [18].

OKOHOMMYEeCKasad 3PPEKTUBHOCTb BHEAPEHUS peBakK-
LMHaLUMM NPOTUB KOK/oWa AeTer AOWKONbHOro Bo3pacTa
No CPaBHEHUIO C MPUMEHEHNEM TONbKO NMEPBUYHON CEPUU
NPMBUBOK B MNaJeHYEeCKOM BO3pacTe M3y4anacb B Tpex
nccnefoBaHUsX, U3 HWUX [Ba UccnefoBaHMs Oblin nNpoBe-
neHbl B 2002 1. B AHruK 1 Yanbce cpeau OeTen B BO3pac-
Te 4-5 net [33, 34] u ogHO uccnegoBaHne — B 2009 1.
B HugepnaHpax cpeau geten B Bo3pacte 1 roga — 9 net
[35]. NMpocneKTUBHbIA aHann3 3KOHOMUYECKOW 3DbEKTUB-
HocTK [33] nokasan, 4YTo peBaKuUMHaLMa MPOTUB KOKIIIO-
Wwa 6ecKNeToO4HOM BaKUMHOM JeTen B Bo3pacTe 4 net
B BennKo6puUTaHUM MOMKET ObiTb SKOHOMMUYECKHW LIENECOo-
06pa3Hon B CpaBHEHWU C OTCYTCTBMEM peEBaKLMHALUK
B 3TOM Bo3pacTte. Llenn atoro uccnepgoBaHus, pesynbra-
Tbl KOTOPOrO YYWUTbIBaNUCb B PEKOMeEHAaLMaX 3KCNepToB
[1], — oueHKa MeanLMHCKOro U 3KOHOMMWYECKOTO 6peMeHH
KOKNoWa u onpeaeneHne BO3MOXHOW 3KOHOMMWYECKOM
3bdEKTUBHOCTM peEBAKLMHALMK C UCMONb30BaHWEM 6ec-

Ta6nuua 2. KnnHudeckoe 6pems KOKoWa B pa3HblX BO3pacTHbIX rpynnax

Table 2. Structure of expense associated with pertussis

3arparbl, acCOLLMMPOBaHHbIE C KOKJIIOLWHOM UHdeKuuen

3aKynKa NeKkapcTBeHHbIX CPEACTB
MpsiMble MeAULIMHCK1E

MNpoBefeHne AnarHoCTUYECKUX NpoLeayp
KoHcynbTaumu, npuem cneuumanuctos (neguatp, JIOP, nHGeKUnoHUCT 1 ap.)

MpebbiBaHWe NauneHTa B nanarte

MpamMble HeMeaULMHCKME | Bbl30B CKOpPOM NOMOLLM

CneumnanmManpoBaHHble TEXHUYECKUE YCTPOMCTBA U NpUcnocobieHnsa ana naumeHTa

Henpsmble

MNoteps BBl B pe3ynstaTe nponycka paboTbl pOAUTENAMU (60NBHUYHBIN IUCT MO YX0A4Y 3a Pe6eHKOM)
MoTepu B pesynbraTte CHUXKEHWA NPOU3BOANUTENBHOCTH TPyAa, YCNEeBaeMoCTH

Bonb, auckomdopt
Heocszaemble A bop

MopanbHble CTpagaHusa naumeHTa u ero 6Jn3Kmnx

MpumeyaHume. BB — BHYTPEHHWI BanOBbIA NPOAYKT.
Note. BBIT — gross domestic product.
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OGMEH onbITOM

K/IETOYHOW BaKLMHbI NPOTUB KOKJIOWa B paMKax nporpam-
Mbl UMMYHU3aLUMK B AHINK 1 Yanbce. ABTOPbl UCNOMb30-
BanM OMHAMMWYECKylo Moaenb nepefayu WHOeKuuu npwu
pasHbIX BapMaHTax peBaKuMHaLUWU U B pa3NnyHON aNuaemu-
onorn4yeckom o6¢ctaHoBKe. OCHOBHas OLEeHKa NpoBoAMaach
C TOYKM 3pEeHUs MOoCTaBLMKOB MeAULIMHCKKX yenyr. BmecTte
C TeM Obl/1 BbINOJIHEH aHann3 3aTpaTr U IKOHOMWUYECKOro
adpdeKTa anda 6onee WUPOKKMX cnoes oblecTBa. bblio noka-
3aHO, 4YTO BHeApeHWe peBaKuUMHaLMKM C UCMOSIb30BaHUEM
6€eCK/IETOYHOM BaKLUHbI Y AeTel B Bo3pacTe 4 neT No3BOAUT
CHU3UTb 3a60/1eBaeMOCTb M CMEPTHOCTb B MaaAlWKUX BO3-
pacTtHbix rpynnax Ha 40-100%. C no3uvuuu nocrtasBLiMKa
MELULMHCKUX YCNYr Npu MoAennpoBaHum 6blo NoKasaHo,
YTO CTOMMOCTb OAHOIO AOMOJIHUTENLHOIO roAa U3HW AnA
[eTen, peBaKUMHUPOBaHHbLIX B Bo3pacTe 4 neT, cocTaB-
naet < 10 Tbic. GYHTOB CTepnnHros. lpu 3TOM Yem Bbllle
noKasarte/lb KOCBEHHOW 3aluTbl (T. €. NOKa3aTtesb BAUAHUSA
Ha 3a601eBaeMOCTb AeTeN APYrMX BO3PACTHbIX FPYMM) 1 Yem
BbllLEe NoKa3aTte/Sin CMEPTHOCTU OT KOKJIlOLWWa, TEM HUXKe CTO-
MMOCTb OJHOIO JOMOJIHUTENIbHOMO roAa XWU3HU (M TeM 6osee
3KOHOMUYeCKK 3DDEKTUBHOM SABNFETCHA NporpamMmma peBak-
UMHaumm). PeBakuuHaunsa B Bo3pacte 15 net npeacraBns-
€TCA 3KOHOMMYECKN mMeHee 3DPEeKTUBHOM MO CpaBHEHMIO
C peBaKuMHaumen B Bo3pacte 4 nert. 3T0 CBA3aHO C TEM,
4yTo 6oslee paHHAS peBaKUMHauMa No3BONISET npenynpe-
OUTb pa3BuTUe UHOEKUMU y aeTen B Bo3pacte 5-15 ner,
Yy KOTOPbIX COXPaHAETCH OTHOCUTENbHO BbiCOKas 3aboneBa-
emMocTb. Pesynbratbl aHanu3sa, Npu BbIMOJIHEHUM KOTOPOro
YYMTbIBANMCh 3aTpaThbl HA KaXKAbli Cnyvyaw rocnutanmsaumm
M BO3MOXHOCTb M36eXaTb KOHCynbTauuu Bpaya oblLiewn
NPaKTUKK, ele pas3 NoATBEPKAatoT, YHTO BEPOATHAA IKOHO-
MuyecKkas adpbeKTUBHOCTb peBaKLMHaLUnn B 4 roja Bbllwe,
yeM peBaKuuHaumn B 15 net. pu 3TOM peBaKUMHaLMUA
B Bo3pacTe 4 neT MOXeT NpeaoTBpaTuTb 3aTpaTtbl B pas-
mepe 3000 byHTOB CTEPSIMHIOB Ha KaXKAbli cny4yan npeaot-
BpalleHHON rocnutanuMsaunn. AHanma 4yBCTBUTENIbHOCTH
nokasaJi, Y4TO0 BEPOATHOCTb 3KOHOMMWYECKON 3DPEKTUBHO-
CTU peBaKLUMHauMM 6ECKNETOYHON BaKLUMHOW Yy AeTen B BO3-
pacTe 4 net coctaBngeT 50% ¢ TOYKM 3peHuUsa nnaTenblunKa
n 75% c coumanbHOM TOYKM 3PEHUN (C yH4eTOM AONyLEeHUs,
4YTO MOPOTr FOTOBHOCTU MJIAaTUTb 3@ FOA XU3HK C MOMNpPaBKOK
Ha ee Ka4yecTtBo, QALY, coctaBnseTt 10 TbiC. PyHTOB CTEP/IUH-
roB). OCHOBHOW pe3ynbTaT: Mo 6a30BOMY CLEHapuio 3aTpa-
Tbl HA COXPaHeHWE rofa *KM3HU COCTaBNSAOT OT 6 40 18 ThiC.
QYHTOB CTEPAMHIOB. 3TW AaHHble OblnnM ONy6G/IMKOBaHbI
B 2002 r., 0gHaKO Ha CcerogHAWHUN AeHb HaunoHanbHbIM
WMHCTUTYT 340POBbS U KIIMHUYECKOIO COBEPLIEHCTBOBAHUSA
Benunko6putanuun (NICE) pykoBOACTBYETCA MOPOrOM roToB-
HocTu Nnatutb 20—30 TbiCc. GYHTOB cTEPAMHIOB [36]. Taknm
o6pa3om, ecnn 6bl ITOT NOPOr UCNONb30BaJICH B UCCelo-
BaHun W. Edmunds un coaBT. [33], TO BEPOSATHOCTb 3KOHO-
MUYecKon 3GPEKTUBHOCTU peBaKLMHaLUKN GECKIETOYHOM
BaKLUMHOW nepen MOCTyNJeHMeM B LWKOAY cocTaBuna Obl
100% (npu ycnoBUM HEU3MEHHOCTU OCTafibHbIX Napame-
TPOB ¥ JONYLLEHUN).

B pa6oTe M. Stevenson u coaBT. [34] BbIMNONHEHA OLEH-
Ka B/UAHUA Ha 340pPOBbe UM 3IKOHOMWUYeCKOro addeKTta
BK/IIOYEHUS peBaKLUMHaLMKM NPOTUB KOK/OWa B AOWKOSb-
HOM BO3pacTe B CYyLWECTBYOLUYIO NporpamMmy nepBUYHOWM
BaKUMHaunn B BennkobpmutaHuu. [laHHOe 3KOHOMMUYECKoe
nccnegoBaHMe OCHOBAHO Ha KOMMYECTBEHHOW MOenw.
B mogenb 6biiv BKIKOYEHbI AaHHbIE MO 3NUAEMWUONIOTUK
M ecTeCTBEHHOMY TeyeHuio 3aboNeBaHus, OXuaaemo-
My oXBaTy BaKuUuHauuen, 3dbEKTUBHOCTM CyLLEeCTBYIO-
wen W npepnaraemMon nporpaMmm BaKUMHaALMKW, YacToTe

W NOCNEeACTBUAM TAXesblX cllydaeB 3aboneBaHus, a TaKxKe
COOTBETCTBYIOLWME 3aTpaTbl Ha BaKUMHALMIO W NevyeHue
nocneacTBMin 3aboneBaHus. HecMoTps Ha TO, 4TO UHOOP-
Mauua 0 TOYHOM CTOMMOCTM OAHOM A03bl BaKuMHbl AakaC
OTCYTCTBYET, AN BbIMOJHEHUA 6a30BOro aHanusa Oblno
chefiaHo gonyuieHue, 4to AJob6aBoYyHasi CTOMMOCTb CBepx
CTOMMOCTHU BaKuuHbl AC-M coctaBnsieT 6 pyHTOB CTep-
JIMHTOB. B pamKkax mogenu npegnonaranocb, YTO BMECTO
cyuiecTBylollen peBakunHauun AAC-M 6yaeT BbINONHATLCA
peBakuuHauua AakaC, 4To He noBneyeT 3a cobor aonon-
HUTENbHbIX aAMWHUCTPATUBHbLIX 3aTpaT. bbbl Kn3y4deHbl
[Ba ClLieHapusa pa3BuTUa cutyaumu. B cueHapuun 1 paccma-
TpUBaNUChb perucTpupyemMbole 06bIYHO 3HAYEHUA BHEOO/b-
HWYHOM 3a60NeBaeMOCTM KOKIIOWEM, T.e. y4yuTbiBanachb
HM3Kas mMcxoaHaa 3aboneBaeMoCTb B COYETAHWUW C AJU-
TeNbHbIM 3alWMTHLIM AEWCTBMEM BaKUMHbIL. B cueHapuu
2 UCMONb30BaMUCb PacyeTHbIE AaHHble 0 3a60/1eBAaEMOCTH
KOKJIlOWeM /ML, pa3Horo BO3pacTta C YY4ETOM CHUMKEHUS
3PPEKTUBHOCTN BaKLMHbI. B aTOM cueHapun paccmaTtpu-
BanoCb 3HauyuTeNbHO 60Nee BbICOKOE 6pemMs KOoKowa,
NMOCKONbKY Y4YMUTbiBanUCb MNOKa3aTenu 3ab0/IeBaeMOCTH,
B 6 pa3 npeBblllatolMe TaKoBble N0 AaHHbIM 0bULManbHOM
perncTpaummn, M KpaTKOBPEMEHHOEe 3allUTHOEe AencTBue
BaKUMHbI. pu ycnoBuu, 4TO Ha MOMEHT UCCNefoBaHuUs
B AHIIMK 1 Yanbce YUNCNIEHHOCTb AeTen B Bo3pacTte 4—5 net
cocTaBnsana 682 700 yenoBeK Npu oxaBaTe peBaKLUMHaLnen
Ha ypoBHe 84%, NONONHUTENbHbIE PACXOAbl COCTABUAMN Obl
3,44 MnH GyHTOB CTEpNMHIOB B rof, a obwas cymma
3aTpaT 3a 5 et npeBbicuna 6bl 15 MAH GYHTOB CTEPAUH-
roB. o JaHHbIM UCCNefOBaHUN, HexenaTe/bHble peakumu,
cBsi3aHHble ¢ npuMeHeHnem AakaC, CyLLEeCTBEHHO He OT/n-
4aloTCa OT HeXefaTeNbHbIX peaKkuuin, KoTopble Habsio-
JalTca Npu peBaKuuHauuK ¢ mcnonb3oBaHvem AC-M.
Taknm o6pas3om, AOMNOMHUTENbHbIE 3aTpaTbl Ha JleyeHue
No60YHbIX 3PDEKTOB OblN MPUHATbI KaK paBHble HySO.
Mpeanonoxunu, 4to Npu peanu3daumn 1-ro m 2-ro cue-
HapueB 3aTpaTbl yMeHbwaTcs Ha 2,8 n 4,0 MAH dyHTOB
CTEPJIMHIOB COOTBETCTBEHHO, B pe3ysibTaTe 4ero YUcCTble
[ONONHUTENbHbIE 3aTpaTbl HA MeAULMHCKOe O06CnyXuBa-
HuWe coctaBaT oT 11,4 no 12,6 mnH GyHTOB CTEPNUHIOB. Bee
3aTpaTbl 6bIIM AMCKOHTMPOBAHbI Ha 6% B roa. Ecnu npea-
nonaranocb, 4TO Npu rocnuTanusaumm ymeHboleHne QALY
coctaBut 0,2, a npu 3aboneBaHun Koknowem — 0,02,
TO NpuénuauTenbHas cTtoMmocTb ogHoro QALY coctaBuT
35 TbiC. GYHTOB CTEPAMHIOB NO cueHapuio 1 n 14,5 Tbic.
GYHTOB CTEPNIMHIOB MO cueHapuio 2. Ecnn npegnonara-
JIOCb, YTO Ha KaXXAblh Ccllydan rocnutanvM3aumm yMeHb-
weHne QALY coctaBuT 0,1, a Ha KaxAblh clyyan 3ab6o-
nesaHus — 0,01, 1o ctoumocTb ogHoro QALY cocTtaBuT
70 1 29 Tbic. GYHTOB CTEPSIMHIOB COOTBETCTBEHHO. TaKnMm
obpasom, 3aTpaTbl Ha oauvH QALY HaxoAunuCb B LIMPO-
KOM AguanasoHe (14,5-70 Tbic. GYHTOB CTEPSIMHIOB), YTO
yKa3blBaeT Ha He06X0AMMOCTb AOMOMHUTENbHbIX UCCneno-
BaHWM ANns onpeesieHns UCTUHHOMO BAMSiHUSA 3abonesa-
HUA KOKJIIOWEM Ha KavyeCTBO XM3HU, YTO KpawHe BarKHO
Ons onpefeneHns To4yHoro KoadoduumneHta adpdeKTUBHO-
cTh 3aTpart. MpsamMble fo6aBOYHbIE 3aTpaTbl HA BHeApPEHUE
B MPaKTUMKY peBaKuWHauMK, COrnacHo cueHapuam 1 un 2
(12,57 n 11,36 MnH GYHTOB CTEPSIMHIOB), CYLLECTBEHHO
He pasnuMyanncb. ITO O3HAYaeT, 4YTO MNpuU YBEUYEHUMU
ynucna 3ab0NeBLIMX KOKJIOWEM (3@ CYET MeHee TSXKenblx
cllyd4aeB) He OydeT OTMe4aTbCs CYWeCTBEHHOIO BUAHUA
Ha AOMOSHUTE/bHbIE Pacxoflbl, XOTA COKpalleHMe yucna
TaKuX cny4yaeB NO3BOJMUT YNY4LWWTb NOKa3aTenu 340P0BbS.
Kpome Toro, ¢ y4eTom BAUAHUSA peBaKLUMHaALMWK Ha nony-



NAUMOHHBIN UMMYHUTET M. Stevenson u coaBT. [34] noKa-
3anu, 4TO peBaKLUMHaUWS NPOTUB KOK/IOWa B AOLWKONb-
HOM BO3pacTe, BEPOSATHO, MO3BOMAMT B CPeEAHECPOYHOM
nepcnektmee (A0 5 neT) CyWeCTBEHHO CHU3UTb YacToTy
3a601eBaHUIN KOK/IOLWEM M B 3HAYMMOW CTEMEHU KOMMEH-
cupoBaTb 3aTparthbl.

PeBaKuuMHauma 6eCKNeTo4HOM BaKLMHOW NPOTUB KOKIIO-
Wwa B [OWKONbHOM BO3pacTe BK/IOYEHa B HaLMOHabHbIN
KaneHgapb NpuMBMBOK B HuaepnaHngax ¢ Hosi6ps 2001 T.
Mo paHHbIM peTpocnekTuBHoro (1998-2005 rr.) aHanusa
noneaHoctn 3atpaT [35], BHeapeHne B 2001 r. peBak-
UMHaUMK nepes MOCTyMJEHWEM B LKONY He3Ha4yuTeNbHO
BbIXOAWNO 3a npegenbl peHTabenbHOoCTU. C TOYKM 3peHUs
nnatenblimMKa, OTHOWEHME MONEe3HOCTM 3aTpaT COCTaBWIO
24,7 Tbic. GYyHTOB CcTepanHroB Ha 1 QALY B cpaBHeHMM
C OTCYTCTBMEM pEBaAKLMHALMKM Y AETEW TAKOro e Bo3pacTa,
C Y4€TOM MOJIb3bl OT KOCBEHHOWM 3alluTbl HOBOPOMKAEHHbIX
W geten < 1 roga *¥M3HK, a TaKKe nopora roToBHOCTK nna-
TMTb 3a 1 QALY, paBHomy 20 Tbic. eBpo. B HuagepnaHgax
nopor roTOBHOCTK NAaTnTb 3a 1 QALY cocTaBNSIET Ha JaHHbIN
MoMeHT oT 20 ao 80 TbiC. EBPO B 3aBMCMMOCTM OT TsXKe-
CTU paccMaTpuBaeMoro 3aboneBaHus [37]. 310 O3Hava-
€T, YTO BbIBOAbl, NpeacTaBfieHHble B cTatbe S. de Greeff
1 coaBT. [35], 6bInK NONyYeHbl ¢ y4eTOM Hanbosiee CTPororo
nopora roTOBHOCTM NAaTWTb, U TEM HE MEeHee NOoNy4YeHHble
pe3ynbraTbl 6/M3KK K MONOXKUTENbHBIM. EXXerogHble 3aTpa-
Tbl, CBfI3@aHHble C KOKJIOWEM, A0 CUX MOP 3HaA4YUTENbHbI
(okono 1,77 MAH eBpO Ha HaceneHue, YUCNEHHOCTb KOTO-
poro coctaBnseT 16 M/H YenoBeK). XOTa Ha AeTen nepBbix
MECSILEB XM3HM MPUXOAMNOCH TONbKO 5% clyd4aeB KOKIIO-
la, CBsA3aHHble ¢ HMMM 3aTpaTtbl cocTaBunn 50% OT 06LKnX
3atpar. CnegoBaTtenbHO, 9KOHOMUYECKOe GpeMsi KoKntowa
NpPeMMyLLECTBEHHO OnpeaenseTcs 3atpaTamu, CBA3aHHbI-
MW C KaKAbiM Ciy4aeMm y AeTel MepBbiX MECALEB MKWU3HM
(1490 eBpO) ¥ NMULLb B HE3HAYUTENIbHOW CTEMEHU 3aTpaTaMu
Ha KaXKAoro nauueHTa M3 Apyrux BO3pacTHbIX rpynn (OKoao
75 eBpo). Pesdynbratbl OLEHKU MPOAEMOHCTPUPOBAU, HTO
[OWKONbHaA peBaKUMHALMA HEe3HayuTeNbHO npeBbllwana
npeaen apdEKTUBHOCTM 3aTtpaT, NpUHMMas BO BHUMaHWe
TaKkxKe Habnopaswuincs addeKT NonynsguMoHHOr0 UMMY-
HUTETa Ha 3allMLEHHOCTb AETEN MEPBOr0 roJa MKW3HMU.
KoaddHnuMeHT Nnone3HoCTH 3aTpaTt Ha peBaKLUMHaLMIO AeTeN
[OLWKO/IbHOro BO3pacTa npeBbicka 43 ThiC. €BPO Ha KaxKabln
fononHutenbHbin QALY.

B nutepatypHom 0630pe |. Rodriguez-Cobo 1 coasT. [38]
Oblna npeAcTaBieHa KIMHMYECKas U 3KOHOMUYECKas OLEH-
Ka MCMoNb30BaHUS pasHbIX CTpaTerni peBaKLMHaLMK NpPo-
TUMB KOK/oLWa. ABTOpamu BbIMOMHEH MOUCK B 3/1EKTPOHHbIX
6a3ax AaHHbix (Medline 1 Embase) n apyrux MCTOYHMKaX
B ceTu MHTepHeT paboT, ony6anMKoBaHHbIX A0 MioHa 2006 .
B 0630p BKAOYeHbl 9 HabnoaaTenbHblX WCCNeAOoBaHWM,
4 maTemaTuMyeckMe MoaenM M 8 SKOHOMWMYECKMX OLIEHOK,
B KOTOPbIX BbIMO/HEHA OLIEHKa YETbIpeX pasHbIXx cTpaTe-
MM OOHOKpaTHOM BaKuUMHauuu B Bo3pacTe 12-24 wmec,
OAHOKpaTHOW peBaKuMHaLUMK B [OLWKONbHOM BO3pacTe,
OAHOKpaTHOM peBaKLUWHauuM B NOAPOCTKOBOM BO3pacTe
M MHOrOKpaTHbIX peBaKLUMHaLMiA BO B3POC/TOM BO3pacTe
C nepuoanyHocTbio Kaxkable 10 netT. KayectBo mnccnenoBa-
HUA NPU PaACCMOTPEHWMM pPa3HbIX CTPaTErMin BaKuUMHaLMUK
CYLLECTBEHHO BapbupoBann. YpOBeHb [OKa3aTeNbHOCTH
BbIBOJOB [aHHOro cUCTEMATMYECKOro o63opa [JocTaToy-
HO HM3KKUK (lll ypoBEHb AOKa3aTenbHOCTU), MOCKOJIbKY OHM
cpopmynmpoBaHbl Ha OCHOBE pPe3ynbTaToB HabntogaTeNbHbIX
nccnegoBaHUi (KOropTHble UCCNeaoBaHUS U UCCnefoBaHus
«CNly4an-KOHTPOSIb»), @ TaKXKe onucaTeNbHbIX UCCNEN0BaHNM.

MonbITKN cmodennpoBatb 3POEKTUBHOCTb M IKOHOMMUYE-
CKMI addEeKT peBaKUMHALMKU OCAOXKHSAIOTCA HeLOCTaTKOM
[I0CTOBEPHON MHPOPMALMK O peanbHOM GpemeHu 3abone-
BaHWA (GaKTop 3aHWXEHUS OTYETHLIX NOKa3artenem), NPoaos-
UTENBHOCTU 3aLUUTLI B pe3ynbTaTe BakUMHALMK U B PE3Yb-
Tate nepeHeceHHom MHPEKLMN, KOHTAarMO3HOCTU MHDEKLINH,
OTHOCUTENBbHON MHPEKLMOHHOCTU (CMOCOBHOCTM BbIAENATb
BO30yaAMTEsb) Pa3/IMyHbIX NO TAXKECTU Gopm 3aboneBaHUs
1N BO3MOXHOCTW JOCTUKEHMS YPDOBHEWN OXBaTa B NONyAALMAX
NOAPOCTKOB U B3POCbIX.

A. Millier n coaBT. [39] npeacTaBuIn KPUTUHECKUN
nuTepaTypHbii 0630p [AaHHbIX GapMaKo3KOHOMWYECKOM
OLLEHKM peBaKLUMHauMKM NPOTUMB KOKAowa, ony6auKoBaH-
HbIX A0 HOosf6psa 2010 r. B oTo6paHHbIX MccnenoBaHUAX
Obl/IM ONMCaHbl YeTbipe OCHOBHbLIX TUNA MoAeNen: Moaenu
«AepeBO pelweHuin», moaenn MapKoBa, AWCKPETHO-COObbI-
TMHOe mogenupoBaHue (DES) m anHamunyeckmne Kamep-
Hble Mofenun. PacCMOTpPeHHble 3KOHOMWYECKME aHanu3bl
B LENOM CBMAETENbCTBOBaANWM B MOMb3y pPeBaKUMHALMMK.
TeM He MeHee, aBTOPbl OTMETUIN HEOBXOAMMOCTb AOMON-
HUTENbHbIX UCCNeaoBaHW ANA Hafnexalleh OUEeHKU Hau-
60/1ee 3KOHOMMUYECKN IDPEKTUBHOM CTpaTeErMmM C y4eToM
aCMeKTOB, XapaKTepHblX ANA AaHHOW cTpaHbl. HecmoTps
Ha pasnnyuMa mMexay uccnefoBaHuWsMuM MO METOAO/OMM,
pesynbTatbl CBOAATCA K OAHOMY M TOMY e 3aK/0YeHMUIo:
peBaKuMHauMa MPOTUB KOK/OWa MNpU WMCNOAb30BaHUU
B COOTBETCTBYIOLMX YCIOBUAX ABNAETCSA NONE3HON C IKOHO-
MWYECKOW TOYKM 3peHus.

B nosunuun BO3 [1] no BaKuMHaMm MNpPOTMB KOK/OLWA
(2015), 4TO 3amMeHseT AOKYMEHT, BbIMYLLIEHHbIN B OKTA6pe
2010 r. [40], npeacTtaBneHbl Hanbonee akTyalbHble CBe-
JeHns B 061acTv M3y4eHUs KoKmowa W ero npodunak-
TUKM C NOMOLWblO BaKuuMHauuun. O6CyKaeHWe 3KOHOMUYe-
CKOM 3hdEKTUBHOCTM peBaKLMHALMM MNPOTUB KOKAoWa
B [IOLLIKO/IbHOM BO3pacTe B AoKymMeHTe BO3 ¢ M3n0xKeHUeM
nosuuunn ot 2015 r. 0CcTanoChb TaKMUM Xe, H4TO U B JOKYMEHTe
oT 2010 1., ® HAKAKUX HOBbIX AaHHbIX MO 3KOHOMWYECKOM
OLIeHKe B 39TOW BO3pPaCTHOW rpynne npeactaBneHo He 6bi1o.

B Poccuiickon ®enepauunn exerofHbiv yuiep6 oT KOKo-
La B CTOMMOCTHbIX MoKa3zaTtensx npesbickn 600 MH pybnen
[4]. Mo pe3ynbTaTaM PEUTUHIOBOM OLLEHKWU, SKOHOMUYECKUI
ylep6 ot aTon nHdeKummn 3a nepuog ¢ 2008 no 2018 r. noa-
HAMCca Ha 9 NyHKTOB — ¢ 23-ro MecTa 40 14-ro u3 35 nHobek-
LIMOHHbIX 60one3Hen. Mpamble 3aTpaTbl Ha fevyeHne cnyyas
KOK/olWa, notpeboBaBlUero rocnutanusauuu, CocTaBuIM
no4Tn 96 Thic. pybnen. CpeaHeEB3BELIEHHAs BENUYMHA Nps-
MOro yuiep6a oT Kokatowa (6e3 yyeTa 3aTpar Ha fieyebHoe
nuTaHue) coctaBuna 31,2 Toic. pybnewn [41]. BennynHa ako-
HOMMWYECKOro yuiepba oT aTon uHdpeKuun B Mockee B 2017 T.
paBHAnacek 67,9 mnH pyénen [41].

KaK nokasbiBaeT MeMAyHapOAHbI OMbIT, O KOTOPOM
rOBOPU/IOCH Bblle, MPOBEAEHWEe BO3PACTHbIX PeBaKLM-
HaUWM MPOTUMB KOK/IOWHON MHPEKUMU OeTen B Bo3pacTe
6—7 1 14 neT n B3POC/bIX MPUBOANT K CHUKEHUIO 3abose-
BAEMOCTM KaK B JaHHbIX BO3PACTHbIX Fpynnax, Tak v B nony-
NAUMK B LLENIOM, NPenaTCTBYA Nepejaye KoKtowa Hanbonee
YA3BUMOMY KOHTUHIEHTYy — feTaM A0 1 roga »KWU3HW, CHU-
as Npu 3TOM NoKasaTtenu MaageH4eckon 3ab6on1eBaeMocTm
M CYLECTBEHHO YMeHbluag PUCK WX 3apaweHus [42, 43].
PeBakunHauma AakaC MoOKeT 6biTb NErKo WUHTErpMpoBaHa
B HaUMOHaNbHblE NMPOrpaMMbl UMMYHU3aUMKU B AOLIKObHOM
M NoAPOCTKOBOM Bo3pacTe (5—6 1 14 net) nytem 3amMeHbl
AC-M Ha AakaC, 4To o6GecneyuT 3aluTy OT Tpex 3abone-
BaHWI BMECTO ABYX, He Tpebysa cepbe3HbIX U3MEHEHUI Npo-
rpamMmm BakuMHauuu [43-45].
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3AKJ/IIOMEHUE

Kokntow y aeten, NoapOCTKOB M B3POC/bIX BIMSIET Ha Kaye-
CTBO WX YXM3HW W COMPSIXKEH CO 3HAYUTENbHbLIM COLMANbHO-
3KOHOMMYECKUM BpeEMEHEM, CBSA3AHHBIM KaK C NPsSMbIMK, TaK
M C KOCBEHHbIMU M3LeprKKaMu. KaK noKasblBaeT MexayHa-
POAHbIV OMbIT, NPOBEAEHNE PEeBaKLMHALMM NPOTUB KOK/IOLL-
HOWM MHbEKUMKN aeTen B Bo3pacte 6—7 1 14 neT u B3pOC/bIX
NMPUBOAWT K CHUXKEHUIO 3a60/1€BAEMOCTH KaK B 3TUX BO3pacT-
HbIM rpynnax, Tak M B MONyasuMn B LienoM. PeBaKuMHaLmMs
AakaC MOXET ObITb IEFKO MHTErpMpoBaHa B HaUMOHalNbHblE
nporpammMbl UMMYyHU3aLun ¢ 3ameHon AJC-M, 4yTo o6ecneynt
3alMTy OT Tpex 3aboneBaHnn BMECTO ABYX, He Tpebys cepbes-
HbIX M3MEHEHWM MNporpamm BaKuuHauuu. bonee Toro, npwm
noao6GHOM 3aMeHe MOoBbIlLAETCA OXBaT HaCENEHUS UMMYHW-
3aumen. OueHKa UCTMHHOM 3KOHOMMYECKOM 3DPEKTUBHOCTHU
peBaKLMHaLMM NPOTUB KOK/OWa B 3HAYUTENbHOM CTEMEHM
3aBUCUT OT OMnpefeneHHbIX YCI0BUIN B KOHKPETHOWM CTpaHe:
3KOHOMMYECKMX MOKasaTenen 3[paBooOXpaHeHus (pacuye-
Ta 3aTtpaTt, AMCKOHTMPOBAHWUA M BbIOPAHHbLIX MEPCMNEKTUB),
3NMAEMMONOTMYECKOrO Haa30pa, OTYETHOCTU M 3NMAEMMO-
JIOTMYECKMX XapaKTEPUCTUK KoKntowa. HeobxoanMmbl aonon-
HWUTENbHblE UCCnefoBaHUs Ana 6onee TOYHOM OLEHKM 3KOHO-
MUYeCKon apEKTUBHOCTM peBaKLIMHALMMN.
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lnogepmnn — Hanbosiee Jyactas npuYnHa obpalleHuss JETCKOro HaceseHus K JepmaTtosaoram. YCTONMYUBOCTb K Pa3BUTHIO
noaepmMui 06yc0BAEHa KOXHbIM 6apbepoM, KOMMOHEHTOM KOTOPOro SB/SIETCS KOXHasi MMKpogJiopa. CoctaB MUKPOQJIo-
Pbl KOXKM Yesi0BEeKa YHUKaeH 1 3aBUCUT OT BO3pacTa, JIOKanu3aLmnu Ha pasingHbIX y4acTKax Tena, YC0BUi OKpyKatoLen
cpelbl. U3MeHeHne ero Ka4ecTBeHHOIo M KOJIMYECTBEHHOIO cocTaBa npeapacrnonaraeT K pa3BUTUIO FTHOMHMYKOBBIX 3a60-
JNIEBaHUI KOXKM, OTAIMHAIOLMXCS] KITMHMYECKUM pa3Hoo6pas3neM, a npu HeaeKBaTHOM JIEYEHUN UJIM €r0 OTCYTCTBUM — TSXKe-
JIbIM TEYEHMEM U Pa3BUTUEM OCJ/IOXKHEHUH. B 3TOM CBSA3M aKTyaslbHbIM OCTaeTcs Bbi6OP rpaBuibHONU Tepanuu 3abos1eBaHuUs.
B cratbe npoaHann3anmpoBaHbl pe3yabTaTbl MCCIEA0BaHUI, B KOTOPbLIX M3ydYaiacb 3PPEKTUBHOCTb Pas3IMYHbIX TOMUYECKNUX
aHTMbaKTepuaibHbIX cpeacTB. OCBELEHbI NPAKTMYECKME acneKTbl Tepanuu NMoAepPMUN y AeTek ¢ NCNoib30BaHNEM CPEACTB
/719 MECTHOM Teparuu.

Knro4eBblie cnoBa: AeTH, MMOAEPMUN, KOXKHbIN 6apbep, MUKPOBUOM KOXH, py3uaoBas KucaoTta, QyLUnanH.

(Ans yntuposanumsa: MypalkvH H.H., OnpsatuH J1.A., Ennwes P.B., MatepukuH A. WN., AmM6apysH 3.T., MUBaHoB P.A. Oco6eH-
HOCTU TEYEHUS U OCHOBHbIE NMOAXOAbl K TOMWYECKON Tepanuu NUOAEPMUI B LETCKOM Bo3pacTe. Borpockl coBpeMeHHON
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KOXHbIiA BAPBEP HM3MOB. bapbepHaa GyHKUMA anuaepmuca B 3HAYUTENb-
Anuaepmuc npeacTaBnsetr cobor NpPoHULLAEMbIV CON HOM cTeneHn o6YyCNoB/iEHa COCTOSHMEM €ero poroBoro
KOXMU, XOTS1 €ro CTpOeHMe No3BONSET OrpaHM4YMBaThb TPaHC- CNosl, B KOTOPOM 6oraTble 6€e/IKOM KOPHEOLUTbl BCTPOEHbI
anuaepmasnbHylo NOTEPIO BOAbl, @ TaKXe npeaoTBpaliatb B IMNUAHYI0 MaTpuuy [1]. Mpu aTOM nvnuabl co3gatot Gpusn-
NPOHUKHOBEHWE MOTEHLMaNbHO MNaTOreHHbIX MWKpoopra- YeCKMN Gapbep, OrpaHUyYMBaloOWMA OBUKEHUE MONEKYS
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Features and Basic Approaches to Pyoderma Topical
Treatment in Children

Pyodermas are the most frequent reason for visiting dermatologists among children. The immunity to development of pyodermas is
based on skin barrier the part of which is cutaneous microbiome. The microbiome composition is unique and depends on age,
localization on various body regions, environment. The change of its qualitative and quantitative composition leads to the development
of purulent dermal diseases characterized by clinical diversity and severe course and development of complications (without adequate
treatment). In this regard the choice of the correct therapy remains relevant. The results of studies covering the effectiveness of various
topic antibacterial agents are analysed. Practical aspects of pyodermia therapy in children using local therapy are illustrated.
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BOAbl, 3N1EKTPOSIUTOB, MUKPOOPraHU3MOB U GaKTepuasbHbIX
TOKCMHOB. HO 4acTb M3 HWX, TaKUE KaK XMUPHbIEe KUCIO-
Tbl U COUHIO3UH (TMAPONUTUYECKUI MNPOAYKT Lepamuaa),
o6nagatoT aHTMGaKTepuanbHbIMM U MPOTUBOBUPYCHLIMU
cBoncTBamu [2].

bapbepHble nuNuAbl, paBHO Kak WU aHTUMWKPOOHbIE
nenTuabl, CEKPETUPYIOTCH BO BHEKNETOYHOE NPOCTPaHCTBO
(rnaBHbIM 06pPa30M Ha YPOBHE TPaHyIsapHOro cnos) nna-
CTUHYATBLIMU TeNlaMn — BHYTPUKIIETOYHbIMU CEKPETOPHbIMM
opraHennamu, o6Hapy>KMBaeMbiMU B KJleTKax 3€pHUCTOro
M wunoBatoro cnoeB anuaepmuca [3]. B uucne aHTU-
MWKPOOHbIX MenTuaoB anuaepmuca Haubosiee U3YyYeHbl
aedeH3unHbI, KaTenMunanHbl, TM30UnM, pUOOHYKNeoThha3a
(PHKaza), anadwuH, oepMumanH, agepHOMeayiuH, WUHIU-
OGUTOP CEKPETOPHOM NEMKOUMTAPHOM NpoTeasbl U HEWUTPO-
dunbHas xenatnHasza. lNentuabl 06n1afaloT Kak NpoTUBO-
MWKPOGHON, TaK U MPOTMBOrPUOKOBOM U MPOTUBOBUPYCHOM
aKTUBHOCTbLIO [4]. MexaHU3M MX NPOTUBOMMUKPOOHOIO Aen-
CTBUSA 06YCNOB/IEH B OCHOBHOM pa3pylleHneM oTpuLaTtesib-
HO 3apsiKEHHbIX MWKPOOHBLIX MeMb6paH. [nf HEKOTOpPbIX
AHTUMUKPOOHbBIX MENTUAOB MNOKa3aHbl MHOXECTBEHHbIE
MexaHW3Mbl gencTeus [B].

BarKHOW MPOTMBOMMKPOOGHON COCTaBASAIOWEN KOXHU
aBnseTca U ee pH, B Hopme coctaBnsouwasa 4,5-5,0 [6].
HopmanbHas 6aKkTepuanbHasa ©&nopa Xopowo pacTeT
npu kucnom pH, natoreHHas (Staphylococcus aureus
n Streptococcus pyogenes) — B OCHOBHOM cpege [7].
OK30reHHble WCTOYHWMKK, TaKMe KaK MOJIoYHas KucnoTta
B CEKpeTe MOTOBbIX XKeNe3 U MPOAYKTbl MMKPOBHOro MeTa-

60113Ma, BHOCAT HE3HAYMTENbHbLIM BKNa4 B NOALEpKaHWe
Kucnon pH. OcHoBHbIMUK perynaropamu pH Koxu aBnstoTcs
CBOGOAHbIE MPHblE KUCNOTbI, obpasylowmnecs B pesysb-
Tate rugponusza ¢ocdonmnuaoB cekpeTopHon docdo-
nunason A2; BOAOPOAHbIE WMOHbI, MOCTYNJEHWME KOTOPbIX
perynupyeTtcs HacocaMu nnasmaTu4yeckomn memopaHbl Kepa-
TUHOLUMTOB, a TaKXe TPaHCYpOKaHOBas KWCNOTa, CUHTE3MU-
pyemas 13 ructmamMHa ¢ yyactmem ructmgasbl [8]. Kpome
NPOTUBOMMKPOOHOM aKTMBHOCTH, KUCNas cpefa KOXKU ABNs-
eTcs (3a cYeT CNOCOBHOCTU PErynMpoBaTh aKTUBHOCTb dep-
MEHTOB POroBOro C/0s) Tak Ha3biBaeMblM 6apbepom Mnpo-
HULL@EMOCTH, a TaKKe OTBEeYaeT 3a MPOYHOCTb CLENIeHUs
KepaTMHOUMTOB Mexay cobon [9].

CneaytoLLen BaXKHOM CTPYKTYPOW KOXKHOro 6apbepa aBas-
€TCA 30Ha MIOTHOIO KOHTaKTa anuaepmuca, Tak Ha3bliBae-
MbIn tight junctions 6apbep (TJs-6apbep) (puc. 1). TIs-6apbep
npeactaBnsetr cob60o MEXKNeToYHble COeAMHEHUS, KOTO-
pble MPUCYTCTBYIOT B MPOCTOM MHOIOC/IOMHOM 3MUTENNH,
a Takxe B aHaoTenun. OHU COCTOAT U3 TpaHCMeMOpaHHbIX
6€eNKOoB ceMencTBa KnayaMHOB, OKKNYAUHOB U COEANHUTENb-
HbIX Monekyn agresuvu (cm. puc. 1). OcHoBHOW byHKLUMEN
TJs-6apbepa ABNSETCH repMeTU3aLna MEXKIETOYHOro npo-
CTpaHCTBa ANS1 OrPaHWYEHWUs ABWMMKEHUS WMOHOB, MOJEKYN
BO/bl, JIEKAPCTBEHHbIX BellecTB. Kpome Toro, TJs-6apbep
y4acTByeT B npoueccax guddepeHLMpoBKU, Nponndeparmm,
B COXPaHEHUWU KNETOYHOM apXMTEKTOHWUKKU Mepeaayn Mex-
KNEeTOYHbIX curHanos [10].

KoXHbI Gapbep y AeTen MMeeT cBoM 0co6eHHOCTU. OH
ABNSETCA MeHee 3pefblM, YTO MPMBOAWUT K MOBbILLIEHHON

Puc. 1. Jlokanusauwms TJs-6apbepa B anMaepMnce 1 cxemaTuyHoe M306paxKeHne ero MoNeKynspHOM CTPYKTypbl
Fig. 1. The localisation of TJs-barrier in epidermis and it's molecular structure scheme

lMpumeyvanme. Cldns (claudin) — knayauHbl, Ocld (occludin) — okKknyauHbl, JAMs (junctional adhesion molecules) — coeanHuTeNnbHbIE

MosieKynbl agresuun. Mctoynmk: H.H. MypalukuH v coasT., 2019.

Note. Cldns — claudin, Ocld — occludin, JAMs — junctional adhesion molecules. Source: Murashkin N.N. et al., 2019.
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TpaHcanuaepmManbHOW NoTepe BOAbl U BbICOKOMY PUCKY pas-
BUTUSA Kcepoda [11]. Kpome Toro, ToMlMHa poroBoro cios
y AeTen MeHblle, 4eM y B3pochbix [12]. bonee Toro, Ao Hava-
f1a NOSMIHOLLEHHOTO PYHKUMOHUPOBAHUS CalibHbIX Xene3 Koxa
[eTen oTaM4aeTcs MeHbLUMM coaepKaHueM nunugos [13].
lNepeyncneHHble 0COBEHHOCTN AETCKOW KOXK 06yCOBAMBa-
0T ee NOABEPKEHHOCTb KOXHbIM MHPEKLUAM. [epenoMHbIM
MOMEHTOM €€ CTPYKTYPHOM U GYHKLIMOHANbHOM NEePECTPONKHM
ABNAETCH Nepuoz nosoBoro cospesanms [13].

MUKPOBUOM KOXKHU

KomMeHcanbHasa gpaiopa KoM YenoBeKa TaKkKe ABASeTCS
cocTaBnsilollen 6apbepPHON PYHKUMKU KOXKK. [apMOHMYHOE
B3aWMOAENCTBME MeXIYy MWKpOOpraHuaMamu U OpraHus-
MOM 4YesloBeKa onpeaensetca 6anaHCoOM Mexay BUPYNeHT-
HOCTbIO MEPBbLIX U 3PENOCTbl0 U COCTOAHMEM 3allUTHbIX
CUCTEM MaKpOOpraHnama, orpaHuyYnBaloLLMX KOMOHU3aLMIo
KOXMU. [pn onpeaeneHHbIX yCIoBMUAX KOMMEHCasIbHbIM opra-
HM3MaM yaaeTcs NpPeofosieTb 3allMTHbIE CBOWCTBA KOMXM.
B cOBOKynHOCTM BCA MMKpOdiopa Ha MOBEPXHOCTU KOXM
CcoCTaBNseT MUKPOBMOM — CIIOXHYIO M pa3HO06pa3Hyto 6mno-
aKocuctemy [14].

KOXHbIH MWKPOOMOM B HOPME XapaKTepu3yeTcs Mnpu-
CYTCTBMEM Ha MOBEPXHOCTU KOXW, ee NMPUAATKOB W CIU3NU-
CTbiX 060/104€K 60/1bLIOI0 KONTMYEeCcTBa MMKPOOPraHM3mMoB —
OKONo 1 MnH 6GaKTepun Ha KBaapaTHblM caHTumeTp [15].
Tonorpadunyeckoe pasHoobpasme MUKpobuomMa onpeaenseT
€ero nonynsuMOHHbIA COCTaB, 3aBUCALLMA OT MUKPOOKPY-
eHUs (TeMnepaTypa, BO3pacT, KOIMYECTBO KOXHOro cana,
nota) [14]. CebopenHble y4acTKM KOXW (BONOCKCTas 4acTb
rOM0BbI, YUWHbIE PAKOBMHbI, NNLO, TPyAb, BEPXHAS TPeETb
CMWHbI, MHTEPTPUIMHO3HbIE CKIAAKW) B OCHOBHOM 3ace-
NleHbl MMNOGUIbHBIMKU MUKpoopraHmamamu Cutibacterium
(paHee Propionibacterium), Toraa Kak BO BNaXHbIX apeanax
KOXHOro MOKpoBa B 60/blWEM KONMYECTBE MPUCYTCTBYIOT
Corynebacterium v Staphylococcus [15]. Ha Koxe TynoBu-
lla M BEPXHUX KOHEYHOCTEW B OCHOBHOM O6GUTalOT rpubbl
Malassezia [15].

MUWKPOBUOM KOXM BMECTE C MMMYHHOW CUCTEMOM Mpe-
NATCTBYET PA3BUTUIO MHPEKLMOHHbIX 1epMaTo30B [16]. Tak,
Hanpumep, Staphylococcus epidermidis npoayuvpyloT psaa
nenTnaoB (anuaepmuH, Pepb5 u anunaHumMH K7), obnaga-

Puc. 2. KnaccuduKkaums nmogepmuii (Ha ocHoBe cBeaeHui us [23])
Fig. 2. Pyodermas classification (according to the data from [23])

oWKUX GaKTePULMAHON aKTUBHOCTbIO B OTHOLIEHUKU APYruX
G6akTtepun [17]. Cutibacterium acnes WCMoONb3yeT NUNUAbI
KOXW AN CUMHTE3a KOPOTKOLEMOYEYHbIX MMPHbIX KUCNOT,
obnagatlowmx NPoTMBOMUKPOOGHLIM AenctBuem [18, 19].
Cutibacterium w Corynebacterium CHUXaT YUCNEHHOCTb
Staphylococcus aureus, CMHTE3UPYSA NOPOUPUH — COoeanHe-
HWe C aHTMOaKTeEpPUaNbHOM aKTUBHOCTbIO [14].

FHOWHUYKOBBIE 3AEOJIEBAHUS KOXH

MN3meHeHna 6apbepHOr QYHKLIMKM KOXM, OOYCIOBNEHHbIE
CTPYKTYPHBLIMWU ¥ UMMYHOIOTMYECKMMU HapYLUEHUSIMU, @ TaK-
e cocTaBa MMKpoOGMOMa CnocOo6CTBYHOT pPa3BUTUIO MKO-
OEePMU — FHOMHUYKOBLIX 3abofieBaHnn KOXU. [Tnoaepmum
ABNAIOTCS OLHOM M3 CaMblX PacnpOCTPaAHEHHbIX MPUYUH
obpalleHns K gepmatonory B neavaTpuyecKom NpakTuKe.
Mo gaHHbIM A. Bowen 1 coaBT., TMoAepMUAIMU OAHOMOMEHT-
HO cTpagatloT 6onee 162 MAH AETEN B CTpaHax C HU3KUM
M cpedHUM ypoBHEM Aoxofa, Npu 3TOM MeauvaHHas pac-
npocTpaHeHHOCTb cocTaBnset 12,3% [20]. B cootBeTCTBUM
Cc pesynbratamu 89 uccnegoBaHuin 3a 45 net 3aboneBae-
MOCTb cocTaBnsina ot 5 go 10% exxerogHo [21].

[0 HacTosLEero BpeMeHu Obln NPeanoKeHbl MHOMO4YMUC-
NIEHHbIE KNaccuPpUKaLumMm MHDEKLMUA KOXKM U MATKUX TKaHEN,
O[IHAaKO HM OfIHa M3 HWUX He aBnaeTcs oblienpuHaTon. Jltobas
M3 BbIABMHYTLIX CxeM onpeaenseT NaToforM4yecKknin npoLuecc
OTHOCUTENbHO KaKOW-IMB0 nepemeHHon (rnybuHa, pacnpo-
CTPaHEHHOCTb, XapaKTep TeyeHus U T.4.). Kaxgas Knaccu-
duKaLmMsa MOXKeT OblTb B OnpeaeNeHHOW CcTeneHu nones-
HOWM, OAHAKO LEeNb AaHHbIX Pa3paboToK ANA KIWHWLMCTOB
OAHa — NpaBW/ibHas NOCTaHOBKa AMarHo3a M BblOGOp Hau-
6onee paunoHanbHOrO BEEHUS KOXHOr0 NaTonorMyeckoro
npouecca. Tak, AMEPUKAHCKNUM 06LWECTBOM MHDEKLMOHHbIX
3a6oneBaHuit yKe AaBHO MPUHATa cucTeMaTn3aumns MHOEK-
UMM KOXM U MATKMX TKAHEN Ha OCHOBAHWM TPEX KPUTEPUEB
[22]. B cOOTBETCTBUM C NEPBbLIM BbIAENSAOT HEOCNOXKHEHHbIE
(MMAEeTUro, aKTUMa, UeoNAnT, GOUKYIUTbI, DYPYHKYbI,
HernyboKo pacnonoXKeHHble abCLecChbl) U OC/IOXHEHHbIE
(rny6oKoe noparKeHne MArkux TKaHen, TpeobytoLlee XMpypru-
4YeCKOro nevyeHus) nuogepmun. BTtopon Kputepum yKasbiBaeT
Ha OCTPO BO3HUKLUME U XPOHUYECKWUE NMUOLEPMUN, TPETUN —
Ha HEKPOTUIMPYIOLLMIA XapaKTep TeYeHUs nnoaepMun nnéo
€ero otcytcTue [22].

| Muopepmun |
| Cradunoaepmumn | | Crentoaepmuun | | CrpenTtoctadpunogepmum |
lNMoBepxHOCTHbIE TnyGokue NMoBepxHOCTHbIE TnyGokue MoBepxHoCTHbIE
OcTtnobonMKynuT DypyHKYN MMnNeTuro CTpenToKOKKOBOE Lenntonut Mmneturo
donnnkynut DypyHKynes LLleneBoe nmneturo OKTnmMa By/IbrapHoe
Cuko3 Kap6yHKyn MapoHuxus BYy/ibrapHas
Besukynonyctynes A6cuecc Manyno-apo3vBHas
AnuaemMuyeckas ny3blpyaTka MNceBnodypyHKynes CTpenToaepMus
HOBOPOXAEHHbBIX mapanerut NHTepTpUrnHosHas
[epmaTtut aKchonnaTUBHbIN cTpenToaepmus
(6onesHb Puttepa) Poxxa
CuHapom ctadmIOKOKKOBO#M CHWHAPOM CTPEMNTOKOKKOBOIO
060MMKEHHOW KOXKM TOKCMYECKOrO LIOKa
CvHAPOM CTadUIOKOKKOBOro CrpenToaepmus octpas
TOKCMYECKOro LWoKa onddysHas




B HacToswee Bpemsa B Poccuu mMcrnonb3yeTca Knaccu-
duKauma, nogpasgensiowlad pasfinyHble GaKkTepualbHble
NnopaxeHUs Ha Koxe B 3aBUCUMOCTK OT 3TUOJIOTMK Aepma-
TO3a (CTabMNOKOKKOBbIE, CTPENTOKOKKOBbLIE, CMELIaHHbIE),
rny6uHbl NMopakeHus (MOBEPXHOCTHbIE, TNYyOOKKeE), Teye-
HUA (OCTPble, XPOHUYECKHME), MPOUCXOXKAEHHNSA (NEePBUYHbIE,
BTOpPUYHbIE). [lepBMYHbIE MWOAEPMUU XapaKTepusyloTcs
BO3HWKHOBEHMEM MHDEKLMOHHOMo npoLecca Ha nepBoHa-
Yya/lbHO 3[1J0POBOW KOXeE, BTOPUYHblE BO3HWKAIOT B pPe3y/b-
Tate npucoeauMHeHus GaKTepuanbHOro npouecca K yxe
CYLLECTBYIOLLEMY KOXHOMY NaTo/0rMyeckomy npoueccy
(aTonMyeckun gepmatut, Oynne3Hble Aepmarto3bl M Mp.)
(puc. 2) [23].

XapaKTep naTonorMyeckoro rnpotecca npu nuoaepmu-
AX 00YyC/IOBNEH CTEMEHbIO pacnpocTpaHeHus BO30yauTens,
a UMEHHO ero KOMM4YeCTBOM Ha efuHULY niowann noBepx-
HOCTU KOXMW, U onpefenser UHTEHCUMBHOCTb BOCMNaneHus,
ero TaxecTb [24]. [nybuHa nopaxeHns MOXKeT ONpeaenaTbCs
MHOUUMPYEMBIMUK CTPYKTYpaMu. B yacTtHocTH, anga ctaduno-
LEePMUIA, KaK NpaBuIio, XapaKTePHO MoparKeHne BOSI0CAHOro
annapaTta KOXW, 4To npuBoaMT K 6Gonee rny6oKoMy Mpo-
HUKHOBEHUIO BO3OYAMTENS, Hexenu A8 CTPenToaepMun,
Korga nopaalTcs N1llb NOBEPXHOCTHLIE CNOU KOXK [25].
PacnpocTpaHeH1to MHOEKLUMOHHOrO MnpoLecca Ha gepmy
W runogepmMy Crnoco6CTBYIOT TaKne PaKTopbl, Kak MOBpPEXK-
[JeHWe anuaepmuca U Halnyne o4aroB XPOHUYECKOro BOC-
nanexuus [24]. NMpemop6uaHbIn GOH (OXUPEHUE, Hanuune
caxapHoro auabeta, UMMYHHblE, BaCKyldpHbIe HapyLleHuns)
NPUBOAMUT K 60nee TAXeNoMy TeHEHUIO THOMHUYKOBBIX 3a60-
neBaHuw [26].

JNIEYEHME NMUOAEPMMHA

O6uMe noaxoabl K Tepanuu MNUOAEPMUNA CBOAATCHA
K Ha3Ha4YeHWto N1le4eBGHO-0XPaHUTENbHOMO PeXMMa, AUETHI,
JNIeYEeHUI0 COMyTCTBYIOWNX 3aboneBaHn, CUCTEMHOW W/Unn
MECTHOM Tepanuu (BCKpbITUE MyCTy/, UCMONIb30BAHUE aHu-
JIMHOBbIX KpacuTeNnemn, YNCTOro UXTMoNa, a TakKe UXTUONCO-
JepXKalmx Masen, Ma3en U KpemMoB C aHTMOMOTUKaMK UK
@HTUCENTUYECKUMU cpefcTBaMu), GpuanotepaneBTUYECKUM
npoueaypam [27].

HecmoTpsa Ha o4eBUaHbIE ycrnexu B pa3paboTKe MeTOA0B
Tepanuu NMoaepMui, akTyanbHbIM BONPOCOM OCTaeTcs Noj-
60p aHTMGaKTepuanbHblx NpenapaToB. OTYacTH 3TO CBA3AHO
C TeMm, 4YTO B MNOC/NeLHUE TOAbl OTMEYaeTCA POCT PE3UCTEHT-
HOCTM S. aureus K NpPUMeEHAeMbIM aHTUMUKPOOHbLIM npena-
patam [28]. Ho ecnu anst cuctemHon Tepanum cTadunoKOKKO-
BbIX MHPEKLMIN apceHan BbICOKO3IDPEKTUBHLIX NpenapaTos
LWMPOK, TO CMEKTp npenapaToB, AOCTyMHbIX B dopmax Ans
MECTHOIO NPUMEHEHUsI, orpaHnMyeH. bonee Toro, K 60MbLUWH-
CTBY MpenapaToB A0BOJIbHO YacTO pa3BMBAETCH PE3UCTEHT-
HOoCTb [29]. o AaHHbIM POCCMMCKOrO MHOTOLLEHTPOBOro
ncenegosaHms [28], B KOTOPOM CpaBHMBaAW aKTMBHOCTb
aHTMbaKTepuanbHbIX NpenapaToB B JIeKapCTBEHHbIX dopmMax
AN MEeCTHOro NpUMMeEHeHUs, YyBCTBUTENbHOCTb S. aureus
K TakoW Tepanuu CUIbHO BapbUpyeT: OT MaKCUMaibHOM
K dy3naoBon KUCNOTe, YMEPEHHOW — K MYMUPOLMHY, HU3-
KOM — K xnopaMmdeHukony (tabn.).

B 2013 r. ony611MKOBaHO CpaBHUTENLHOE UCCNeA0BaHWe
3OPEKTUBHOCTU PYy3nA0BOW KWUCNOTbl MPU MECTHOM Mpu-
MEHEHWN B Tepanuun apuTpasmsbl (puc. 3). YpoBeHb Tepanes-
TUYECKOro OTBeTa OLeHWBaNM MO MHTEHCMBHOCTU CBeYe-
HWSA MaToNorMyecKoro ovara nog ayd4amu namnel Byaa [30].
3HauuTeNbHOe CHUXKEHWE UHTEHCMBHOCTU CBEYEHUS OTMe-
4yeHO Ha ¢GOHe MpPUMEHEeHUs nepopasbHOro KIapuTpPoOMU-
UMHaA U GY3MAOBOM KMUCNOTbl MECTHO Had nepopasnbHbIM
3PUTPOMULIMHOM, KPEMOM UM TabneTKamu nnauebo 3a 48 Y
HabnogeHus. PasHuua mexay nokasareniMmm apdeKTuBHO-
CTW KIapuUTPOMULIMHA U IPUTPOMULIMHE UCHe3Na Ha 7-e CYT,
B TO Bpems KaK dy3ngoBas KMC/0Ta OKa3anacb Haubonee
3ddEKTUBHbIM cpeacTtBoM nedveHunsa. Ha 14-e cyt 6biio
oTMeyeHo, 4To dy3ungoBas KuUcoTa 3HayuTeNbHO 6Gonee
3QPEeKTMBHA, YEM CUCTEMHbIA KIApPUTPOMULIMH U 3PUTPO-
MuumH [30].

dy3ngoBasi KMCNOTa — 3TO AHTUOGMOTUK, BbIENEHHbIN
U3 KynbTypbl rpnboB Fusidium coccineum. XMMUYECKU OHa
ABNAETCA TeTpaLMKIMHOBBIM TpuTepneHonaom. CTpyKTypHoe
KONbLO MOJIEKY/Ibl @HANOMM4YHO CTPYKTYpe [IIOKOKOPTUKO-
cTeponaoB, HO ¢y3uaoBas KUCoTa JiMWEeHa CTEePOUHOM
aKTMBHOCTU [31]. Ddy3ngoBasi KMCNOTa OTIMYaeTcs OT Apy-
rMX aHTubaKTepuanbHblX CPEeACTB CBOEW MOMEKYNSAPHON

Ta6nuua. HYyBCTBUTENBHOCTbL S. aureus K aHTMBUOTUKAM (Mo AaHHbIM [28])

Table. S. aureus antibiotic sensitivity (according to the data from [28])

AHTUOMOTHK YyBCTBUTENbLHOCTb PesuncreHTHOCTbL MIKg,
[eHTaMUUMH 69,3 31,7 128
KnuHaamuumuH 72,8 27,2 256
JIMHKOMWUMH - - 256
MynupounH 99,7 0,3 0,25
TeTpaunMKIuH 62,9 37,1 128
Py3unposas Kucnora 100 0 0,25
XnopamobeHunKon 43,1 56,9 128
LinnpodnokcaumH 86,9 13,1 4
OpUTPOMULIMH 60,4 39,6 256

MpumeyaHme. HyBCTBUTENBHOCTb — MPOLLEHT BblAENEHHbIX 6aKTepHabHbIX WTaMMOB, OKa3aBLUMXCH HEYCTOMYMBBLIMU K aHTUOaKTEPUanbHOMY
npenaparty. Pe3UCTEHTHOCTb — MPOLEHT BblAENEHHbIX 6aKTepUanbHbIX LUTAMMOB, COXPaHUBLUMX }KM3HECNOCOBHOCTL B NPUCYTCTBUK
aHTMbGaKTepuanbHbIx NpenapaTos. MIMKq, — MMHUManbHas nojasnsolas KOHLEHTpauua aHTM6MoTHKa ans 90% nccneaoBaHHbIX LWTaMMOB.
Note. Sensitivity — percentage of isolated bacterial strains that were unstable to the antibacterial agent. Resistance — percentage

of isolated bacterial strains that have maintained viability in the presence of antibacterial agent. MIMKg, — minimal inhibitory concentration

for 90% of the studied strains.
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Puc. 3. CpaBHuTenbHasa adPEKTUBHOCTb KNapUTPOMULIMHA (TAaBNETKHU), SPUTPOMULIMHA (TaBNeTKu), Gy3na0BON KUCNOTbI (KPEM), a TaKKe
nnaue6o (Tabnetku, Kpem) Npu neYeHnm apuTpas3mbl (Ha OCHOBaHUKU ceBeeHuin n3 [30])
Fig. 3. Comparative efficacy of clarithromycin (tablet), erythromycin (tablet), fusidic acid (cream), and placebo (tablet, cream) in treatment

of erythrasma (according to the data from [30])
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CTPYKTYpOW, 4TO MpeaoTBpallaeT pa3BUTUE MEPeKpPecTHOM
yCTOMYMBOCTU [32]. AHTUMMKPOGHAA aKTUBHOCTb Qy3u-
[OBOW KMCNOTbl HanpaBfieHa Ha Haubonee pacnpocTpa-
HEHHble MaTOreHHble MMWKPOOPraHU3Mbl KOXW, BKJOYas
30/10TUCTbIN CTadUIOKOKK, MO OTHOLWIEHUIO K KOTOPOMY OHa
ABNSETCH OAHUM U3 Hanbonee CUMbHbIX aHTUOMOTUKOB [33].
MpumeHsieTcs dy3naoBas KucnoTa B AepmaTtonornu npwu
NleYeHUN UHPEKLMN KOXM U MATKUX TKaHEW NIErKOW U cpea-
HEeW CTeNeHW TAXKECTU, Hanpumep UMNeTuro, GoNNKyNuTa,
3puTpa3mbl, GypyHKynesa, abcLeccoB U MHPULIMPOBAHHbIX
TpaBMaTUyeckux paH. KombuHaumm ¢y3nmaoBon KUCAOTbI
¢ 6eTamMeTasoHOM WK TMAPOKOPTU3OHOM MPUMEHMMbI NPU
fle4eHUN BTOPUYHO-UHOULIMPOBAHHBIX 4EPMATO30B C XPOHMU-
yeckum TevyeHnem [31]. dysungoBas Kucnota nMnodpunabHa,
OAHAKO HaTpueBas Co/lb CBOGOAHO pacTBOpsSieTCs B BoOAe,
4YTO MO3BOASIET MPOMU3BOAUTL JIEKAPCTBEHHbIE MpenapaTsbl
B dopMe Kpema unu masu [34].

dy3ngoBas KMcnoTa NPOHUKAET B aNMAEPMUC NOJOGHO
rMIOKOKOPTUKOCTEPOMAaM, co3haBas Aeno npenapara B cnoe
KopHeoumnToB [31]. CneKkTp aKTMBHOCTM KUCNOTbl CPaBHU-
TeNbHO Y30K, HO O4eHb cneunduyeH Npyu NPUMEHEHWHU B Cy-
Yyae KOXHbIX MHbeKuMn. OTMeYaeTcs BbICOKas aKTMBHOCTb
no OTHoWweHuo K S. aureus. YyBCTBUTENbHbIMU SIBASAIOTCSH
WTaMMbl CTadUIOKOKKA, YCTONYMBBIE K MEHUUMIIUHY, aMMu-
umnauHy. Takke dysmngoBas Kucnota adPeKTMBHa B OTHO-
leHun pasHoBuaHocten Corinebacterium w Clostridium, 4To
NO3BONSET €e NPUMEHSATb NPW 3pUTPasme. PasnuyHblie BUabI
CcTpenToKoKkKoB B 100 pa3 MeHee 4yBCTBUTENbHbI K Npena-
paTtam ¢ Ppy3na0BOMN KUCNOTOM, OAHAKO ee KOHLIEHTPaLIMKN Npu
annaMKauMoHHOM NPUMEHEHMU BCE XKe [OCTaTOYHO A1 pas-
BUTUS MONIOXKMUTENbHOIO TepaneBTUyeckoro addekta [35].
MuHMManbHas MHIMoMpYloLWas KOHUEeHTpauusa K S. aureus
n S. pyogenes Bapbupyetr ot 0,04 go 0,16 u ot 4,2 po
16 Hr/mMn cooTBETCTBEHHO [36]. [0A06HO MMIOKOKOPTUKOCTE-
povgam dy3naoBasi KUCNoTa CBOGOAHO NPOHMKAET KakK Yepes
MHTaKTHbIA, TaK M 4epe3 MOBPEXAEHHbIM anuaepmuc. 3T1o
no3BOISET NPUMEHATb NpenapaT npu rMyeoKux gepmarosax

(napoHuxus, ypyHkyn) [37]. MpenapaT cBO6OLHO NPOHUKAET
TaKKe ¥ Yepesd KOPKKU 1 YelwyrnKku. Takum obpas3om, JoCTura-
€TCs YCKOPEHHOE pa3BUTUE KIMHMYECKOro addeKTa [34].

dy3ngoBas Knucnota Gbina oTKpbITa B 60-x rogax XX BeKa.
OOHaKO NeKapCTBEHHOE CpeacTBO Aaxe Npu M3BECTHOM
BbICOKOW TPOMHOCTW B OTHOLIEHWU CTabUNOKOKKa B KIUHU-
YECKOM MpaKTUKe LMPOKO He npumeHsnocb [38]. Bmecte
C TeM HECOMHEHHbIM MPEUMYLLECTBOM, MPOLEMOHCTPU-
poBaHHbIM M. Pfaller n coaBT., aBnsetca abPeKTUBHOCTb
$y3Ma0BON KUCNOTbl B ClyYasx pa3BUTUS MHOMXKECTBEHHOM
NleKapCTBEHHOM YCTOMYMBOCTU S. aureus K Apyrum npena-
pataMm [39]. Kpome TOro, S.lLemaire 1 cOaBT. NoKasanu,
YTO aKTMBHOCTb GY3MA0BOW KMCNOTbl NOBbLIWAETCA B KUC/ION
cpeae (pH 300p0oBOM KOXM, HAMOMHKM, cocTaBnsaeT 4,2—5,9)
[40]. NpenapaT aKTMBHO HaKanJIMBaeTCs B 3yKapUOTUYECKUX
(6baKTepmanbHbIX) KIeTKax, ero 3apdeKTMBHOCTb CpaBHMMA
C JIMHE30/NA0M, B TOM YKC/ie B OTHOWEHWUWU U30N4Ta, YCTOM-
YUBOIro K METULMNMHY, BAaHKOMULMHY U aanToMmuumHy [40].

B yucne no6o4yHbix adPeKTOB Py3na0BOM KMCNOTbI OMKU-
CaHO pa3BUTUE TUNEPOUNIUPYOUHEMUN U KENTYXMU, Y4TO CBS-
3bIBalOT C 0COGEHHOCTbIO dapMaKOKMHETUKM npenapaTa
M CTPYKTYpOW MONEKynbl AencTBylollero BeuiectBa [41].
Mo604Hble 3bdEKTLI PEFUCTPUPOBAIN MPU CUCTEMHOM MPU-
MEHeHWU NIeKapCTBEHHOIro CPeacTBa, O4HaKo crneayeT usbe-
raTb MEecTHOro npuMeHeHus Gy3MaoBOW KUCNOTbl Yy MAa-
JeHueB c runepbunmpybuHemmen. OCTOPOXKHOCTb TaKKe
cneayeT NposiBNATb NPU HaHeceHUKU npenapaTa Gy3MaoBon
KUCNOTbl Ha 60MbluMe MNoLWaAM KOXHOro NOKpoBa y AeTewn
C *eN4YHOKaMeHHOM 601e3HbI0.

3AKJ/IIOMEHUE

B cBA3M C BbICOKOW PacnpOCTPaHEHHOCTbIO KOMHbIX
MHOEKUMIA B AETCKOW MONynsuMu ANis AepMaTosioroB BarK-
HbIM OCTaeTcs BOMPOC O BbiGope aHTMGaKTepuanbHON Tepa-
nuu. BmecTe ¢ TeM pasBUTUE AHTUGUOTUKOPE3UCTEHTHO-
CTV CY)aeT Kpyr npenapatoB, NMPMMEHUMbIX MPU AaHHbIX
COCTOSIHUSAX. KIMHMYECKUIA OMbIT OTEYECTBEHHbIX M 3apy-



6eXXHbIX aBTOPOB MOKa3blBAET, YTO npenapatbl ¢ Py3ngo-
BOW KWCNOTOM OTNIMYAOTCH HaWMEHbLMM YPOBHEM pe3unc-
TEHTHOCTU MpPU AOCTATOMHO BbICOKOW YyBCTBUTENbHOCTMU.
OCOBEHHOCTH e€ XMMUYECKOM CTPYKTYPbl UCKIOYAIOT pa3Bu-
TUE NEepeKpPecTHOM YyCTOMYMBOCTHU, HYTO Ha NpPaKTUKe B neve-
HWUWU NUOAEPMUIN AEMOHCTPUPYET BbICOKYIO 3PGDEKTUBHOCTb
JleKapCTBEHHOTrO Npenapara B popme Ma3en, KpemMoB, COMo-
CTaBMMYIO C UCMOb30BAHUEM CUCTEMHbBIX aHTUOaKTeEpHanb-
HbIX CPEACTB.
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Mykononucaxapuao3 ll Tuna: a¢pPpeKTUBHOCTb
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Mykononucaxapuao3 (MIIC) Il Tuna (cuHApPom XaHTepa) — HacieAcTBEHHOe 3aboeBaHne U3 rpynnbl IM30COMHbIX 60/1€3-
Hel HaKOorM/JAEeHUs, BbI3BAHHOE MNaTo/I0rMYecKuMmu BapuaHtamu reHa IDS. [locnegHue npuBoAsiT K Aepuunty depmeHTa
naypoHar-2-cynbgatasbl U HapylleHWIo KaTtaboan3ma MnKo3aMuHOIMKaHoB. OCHOBHbIE KIIMHUYECKUE NposiB/IeHUs 3a60-
JNIeBaHNS — OPaKeHNe LIeHTPasIbHON HEPBHOM CUCTEMbI, KOCTHO-CYCTaBHOIo annapara, naTo/ior1s cepaeyHo-cocyancTom
M AbiXxaTesIbHON CUCTEM, renaTtocr/ieHOMeraans, HapyleHue cayxa. PepmeHTozamectutenbHas Tepanns (P3T) gaet Bo3-
MOHOCTb CKOPPEKTMPOBaTh METab0/IMYECKME MPOLIECChI B IN30COMaX MHOIMX OPraHoB U TKaHEMN, YydLiaeT KIMHUYECKYIO
CUMITOMATHKY 3@ CYET YaCTMYHOIro BOCCTaHOB/IEHMS paboThl NOBPEXAEHHOro pepmeHTa. KapanoBacKynspHas natoiorus
sIB/ISIeTCS OCHOBHOWM MPUYUHOMN SIeTaslbHOro mcxogda y naymeHtos ¢ MIIC. B aTo# ¢BA3M Hamu 6bl/in U3y4eHbl 3QHEKTUBHOCTb
3T uaypcynbpasoi 1 ee BIUSHUE HA cepAeyHO-cocyancTyro cuctemy y 55 nayumeHton ¢ MIIC Il Tuna. bbiio nokasaHo, 4To
3T, npoBoaMmas ¢ paHHero Bo3pacTa, CyLeCTBEHHO y/y4luasia COCTOSIHME AeTen, npeaoTepalyana nim yMeHbllana npo-
rpeccrpoBaHue nopaxkeHms cepaua. lepepbiBbl B ne4eHnn ot 1 4o 7 mec, 06yc1oBAeHHbIE Y 12 60/1bHbIX 9KOHOMUYECKUMM
M OpraHn3aLMoHHbIMU paKTopamm, BO BCEX CAyHasax NPUBOANIN K YXYALIEHMIO COCTOSIHMS NaLMEeHTOB.

KnroyeBble cnoBa: geTn, 1M30COMHbIE 60/1€3HU, MyKOonoamcaxapmnaos Il Tuna, cepaeyHo-cocyamctas cuctema, QepPMEHTO-
3amecTuTeIbHas Tepanusi, uaypcyibpasa.

(Ana unTupoBaHmsa: Bawakmagse H.[., HamasoBa-bapaHoBa J1.C., Xypkosa H.B., 3axapoBa E.0., PeByHeHKoB I".B.,
JNlo6xaHunase T.B., babanknHa M. A. Mykononucaxapmao3s Il Tuna: adpdeKTUBHOCTb GEePMEHTO3aMEeCTUTE/IbHOW Tepanuu.
Bonpocsl coBpemeHHon negmnatpumn. 2019; 18 (6): 485-490. doi: 10.15690/vsp.v18i6.2070)
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Mucopolysaccharidosis type Il: Enzyme Replacement
Therapy Efficiency

Mucopolysaccharidosis type Il (MPS Il), or Hunter syndrome, is the hereditary lysosomal storage disease caused by pathological
variants in IDS gene. Such variants lead to iduronate-2-sulfatase enzyme deficiency and glycosaminoglycan catabolism disorder.
Major clinical signs are central nervous system lesion, disorders of musculoskeletal system, cardiovascular and respiratory systems
pathologies, hepatosplenomegaly, hearing impairment. Enzyme replacement therapy (ERT) makes it possible to adjust metabolic
processes in lysosomes of many organs and tissues, to improve clinical signs due to partial restoring of the damaged enzyme
function. Cardiovascular pathology is the main cause of death in patients with MPS. In this regard we have studied efficiency of ERT
with idursulfase and its effects on the cardiovascular system in 55 patients with MPS II. It has been shown that ERT started from an early
age can significantly improve children's condition, reduce or event prevent cardiac involvement. Treatment gaps from 1 to 7 months due
to economic or organizational factors in 12 patients caused worsening course of the disease.

Key words: children, lysosomal diseases, mucopolysaccharidosis type Il, cardiovascular system, enzyme replacement therapy,
idursulfase.

(For citation: Vashakmadze Nato D., Namazova-Baranova Leyla S., Zhurkova Natalia V., Zakharova Ekaterina Yu., Revunenkov

Grigory V., Lobjanidze Tina V., Babaikina Marina A. Mucopolysaccharidosis type Il: Enzyme Replacement Therapy Efficiency. Voprosy
sovremennoi pediatrii — Current Pediatrics. 2019; 18 (6): 485-490. doi: 10.15690/vsp.v18i6.2070)




486

B nomouwb Bpauy

BBEJAEHMUE

Mykononucaxapugos Il Tuna (MMC 1l; cuHgpom XaHTe-
pa) — nporpeccupylollee 3abonieBaHne, BbI3BaHHOE NaToso-
rMYeCKMMK BapuaHTaMu reHa IDS (KapTMpoBaH Ha AJIMHHOM
nne4ve X-xpoMocoMbl Xq28), NPUBOAALLMMU K CHUKEHUIO UK
OTCYTCTBMIO aKTUBHOCTU depmeHTa naypoHaTt-2-cynbdartasbl
W, KaK pe3ynbTaT, K HaKOMIEHWUIO B OpraHax W TKaHsAX MMnKo-
3aMUHOMMKaHOB, AepMataHcynbdaTta U renapaxcynbdata
[1, 2]. Tun HacnegoBaHUA — X-CLLENIEHHbIN PELECCUBHbIN,
NMo3TOMYy B OCHOBHOM 60J€I0T fiLa MyXcKoro nona [3, 4].
PacnpoctpaHeHHocTb MIC |l cpean HOBOPOMKAEHHbIX MaJsib-
4YnKoB BapbupyeT oT 1:34 000 go 1:132000 [5, 6].

B pe6tote 3ab6oneBaHns ¢ paHHEro BO3pacTa XxapaKTepHbl
YyacTble pecnupaTopHble 3a6o0feBaHus, OTWUTbl, PELUANBU-
pytowme rpbixu, GopMmpoBaHne rypaeponogobHoro ¢eHo-
TMNa (orpybfieHne 4epT Nnua), NosaBAsgeTcs arpecCUBHOCTb
B MNOBEJEHWU, Pa3BMBAIOTCA TYroyxoCTb, TyrOrnoABWUXKHOCTb
B cycTaBax. B ctapwem Bo3pacTe HaKomnaeHue rmmnko3amu-
HOMMKaHOB B OpraHax v TKaHsX NPUBOAMT K Nporpeccupy-
oMM HEeLOCTaTOYHOCTU U/UNK CTEHO3Y KilanaHoB cepaua,
Kapanomuonatuu, 3abofieBaHMAM HUMXHUX AblXaTeNbHbIX
nytTen, renatocniaeHomeranuun [7-9]. Mpu Taxenon dopme
MTIC Il y naumeHTOB nNpeBanupyeT nopaxkeHue LeHTpanbHOm
HepBHOM cuctemsbl [10]. Jlerkas dopma 3aboneBaHns xapak-
Tepusyetcs 6onee no3gHum aebotom (7—210 neT 1 nosxe),
NpW 3TOM UHTENNEKT Y MALMEHTOB HE CHUXEH MM BO3MOXHA
YMCTBEHHas OTCTanoCTb JIErKown creneHu. MPorHo3 XW3Hu
GnaronpuatHbin [7, 11, 12].

B 2006 r. YnpaBneH1e no caHUTapHOMY Haf30py 3a Kaye-
CTBOM MULLEBbIX NPOAYKTOB M meankameHToB CLUA (Food and
Drug Administration, FDA) ono6puno natoreHetuyeckyto dep-
MeHTo3amecTuTenbHyto Tepanuto (P3T) ans MIC Il npenapatom
Onanpasa (Maypcynbdasza — peKoMObuHaHTHas YyenoBeyeckas
naypoHat-2-cynbdatasa). B ctpaHax EBpocotoda npenapat npw-
meHsieTcs ¢ 2007 r., B Poccnn — ¢ 2008 [13]. IPPEeKTUBHOCTb
naypcynbdasbl Oblna MNOATBEPXKAeHa B psAje UccnefoBaHun
[11-13]. Tak, Ha PoHe NeveHns oTMeYanuCb CHUXKEHUE YPOB-
HS MIMKO3aMUWHOMIMKAGHOB B MOYe, Hopmanusauus pasMepos
NMevyeHn U cene3eHKu, cTabunusauns naTonorMvyeckux uame-
HEHWN KapAMOBaCKYNSPHOW CUCTEMbI, YaydlleHne @yHKUUK
[blXxaTeNnbHON CUCTEMbI, BBIHOC/IMBOCTU U B LieNIoM GU3NHECKOro
pa3BuTua nauueHToB [11, 12, 14]. CnepyeT OTMETUTD, 4To 3T
mManoaddeKTMBHa AN CnaboBacKyNapU3MPOBaHHbIX OpraHoB
U CUCTEM (LLeHTPasIbHOM HEPBHOM CUCTEMBI, POrOBWLLbI, CyCTaB-
HbIX XPSALWEN 1 cepaeyHbix KnanaHoB) [14, 15].

MaTtonorua cepaevyHo-CoCyaUCTON CUCTEMbBI ABSETCA
Haunbonee 4acTbiM U cepbe3dHbiM nposisiaeHvem MIIC 1l [14].
B cBfA3M ¢ 3TMM ocHoBHas uenb P3T 1 cumnTomaTUyecKom
Tepanuu 6o0nbHbIx MIC Il — 31O NpeaynpexaexHve u/unm
npeKpalleHMe nporpeccupoBaHnsg CUMMITOMOB CepAeYHHOM
HeloCTaTO4HOCTU. MexayHapoaHble W OTeYeCTBEHHble
uccnefoBaHUA KapAWMOBaCKYyNApHOM CUCTEMbl MaLMUEHTOB
¢ MINC Il B ocHOBHOM npoBeAeHbl Ha HEBGOMbLWMX rpynnax
yyacTHWMKOB [13, 14], N03TOMY LieNbto Hallero uccnegoBaHuns
Obl1 aHanM3 ahGEKTUBHOCTU naypcynbdasbl U ee BAUSHUE
Ha cepaeyHO-COCyanCTyto cuctemy y nauunentos ¢ MIIC .

COBCTBEHHbDIE JAHHBIE
Pa6oTta BbinonHeHa Ha 6a3e PrAY «HaunoHanbHbIN
MEAULIMHCKMIA UCCnefoBaTeNbCKUt LEHTP 340POBbA AETEMN»

MwunsgpaBa Poccun (MockBa). [AnarHo3 BceM MauueH-
TaM Obl/l YCTAHOBNEH Ha OCHOBAHWM KIMHUYECKOW KapTu-
Hbl 3a6ofieBaHuKs (MPOBOAUIOCH HEOBXOAMMOE A1t TOYHOM
BepMdMKaLMKM AMarHo3a nabopaTtopHOe U MHCTPYMeHTaslb-
Hoe ob6cnefoBaHuWe), onpeaeneHus rMUKO3aMUHOIIMKaHOB
B MOYe, 3H3MMOAMArHOCTMKM (onpeaefieHne aKTUBHOCTH
JIN30COMHbIX GEPMEHTOB B CyxMX MATHAX KPOBW METOAOM
TaHAEMHOW Macc-CMeKTPOMETPUMU U B NIENKOUUTax nepude-
puyeckomn KposHu). NMpoBoanan TakKe NOMCK MyTaLMin B reHax
MEeTOAO0M MPSIMOro aBTOMAaTUYECKOIr0 CEKBEHMPOBAHMUSI.

Mpu rocnutanM3aumm B KIMHWKY BCEM MaLMeHTam npo-
BOAMNOCH 3xoKapauorpaduyeckoe (IxoKl) mccnegoBaHue
Ha annapate Vivid E9 (GE Healthcare, CLUA). Uamepsnu
KOHEYHO-4MaCTONMYECKYIO TONLMHY MEXIKENYLOYKOBOWM
neperopoaku (B CM), a TaKKe KOHEYHO-CUCTOTMYECKUI (B CM)
N KOHEYHO-AMACTOIMYECKUIN (B CM) pa3mepbl IEBOMO Keny-
[0YKa, KOHEYHO-AMACTONIMYECKYIO TOMWMHY 3ajHEen CTeH-
KW NEeBOro enygoyka (B €M), AMameTp MoaoCTU NIeBOro
npeacepavs (B CM); pacCYmMTbiBanM KOHEYHO-CUCTONTUYECKUM
(B MJ1), KOHEYHO-ANACTONMYECKUI (B MJT) U yAapPHbIM 06bEMbI
nesoro enygodka no L. Teichholz n Simpson. YuuTbiBas
[EeTCKUI BO3PacT M 3aBUCMMOCTb OT POCTO-BECOBLIX Napa-
METPOB, oueHKa 3xoKl-napameTpoB cepaua npoBoaniach
B OTHOCWTENbHbIX Z-eAuHuLax. B HopMe noKasatenb He Jon-
¥EeH npeBbiwaTtb 2 OTKJIOHEHWW OT cpeaHero (Z-score 2).
CepaeyHyto HeJOCTaTOYHOCTb OLLEHMBANM NO MEXKAyHapoa-
HOM WKane Ross. KNMHMKO-aHaMHecTMYeckue, nabopartop-
Hble U MHCTPYMEHTa/bHble AaHHbIE MONYYEeHbl N3 MEeAWLIMH-
CKOM JOKyMeHTaumu 3a nepuog ¢ 2009 no 2018 .

lMpoBeneHne nuccnegoBaHma ogo6peHo JIoKanbHbIM 3TU-
YECKUM KomuTeToM HaunoHanbHOro MeAMLUMHCKOro uccne-
[0BaTeNIbCKOro LeHTpa 340poBbs AeTern MuHaapaBa Poccun
(npoTtokon N¢ 7 o1 11.05.2010).

MpoaHanuanpoBaHbl gaHHble 117 nauueHToB (30 aeBo-
4yeK) B Bo3pacte OT 6 mec Ao 17 net, U3 Hux 23 (19,6%)
pebeHka ¢ MIC | Tuna, 55 (47%) — ¢ MIC I, 24 (20,5%) —
¢ MNC I, 7 (6%) — ¢ MMNC IV, 8 (7%) — ¢ MIC VI. Ha MmoMeHT
rocnutanuMsauum MeguaHa AMTeNbHOCTM 60Ne3HM NauueH-
TOB cocTtaBuna 3 (1; 7) roga, MeanaHa Bospacta — 7 (4; 9)
net. B Poccun gna nauuneHtoB ¢ MIC cpeaHun BospacT
NOCTaHOBKM AMarHosa coctasnseT 47 mec (3 roga 10 mec),
MIC Il — 45 mec (3 roaga 9 mec). C 2008 r. B Poccmn Hava-
nacb peructpauma npenapatos ans nposegeHns ®3T nauu-
€HTaM ¢ pasHbiMu TMnamu MIC, 4yto 06ycnoBMNO HeO6X0AM-
MOCTb paHHen AMarHOCTUKKM 3aboneBaHWn AaHHOW rpynnbl.
BospacT noctaHoBKkU guarHo3a MIIC Il y geten, poxaeHHbIX
no 2008 r., coctaBnan 57 mec, nocne 2008 r.— 22 mec.
BbisiBneHne nauueHtoB ¢ MIC (He3aBUCMMO OT TuNa)
¢ 2008 1. 3Ha4YnTENbHO yBENNYMUIOCH (Tabn. 1).

CpeaHui Bo3pacT NOCTaHOBKM AnarHo3a Ans nauueHToB
C CUHOPOMOM XaHTepa (CBeaeHus yaanocb YTOYHWUTb ANs
52/55 peten) coctaBun 3 roga 9 Mec, BO3pacT, B KOTOPOM
nauuneHTy HaunmHanu @3T — B cpeaHeM 74 mec (6 net 1 mec),
COOTBETCTBEHHO, MEPUOS C MOMEHTA NOCTAHOBKM AMarHosa
no Havana 3T coctaBun 2 roga 6 mec. He Bce nauu-
€HTbl MoMyYann NaToreHeTUYECKy Tepanuito HenpepbiBHO.
BpemeHHOM nHTepBan B fedveHun 12 geten ¢ MIIC Il cocTa-
BMn oT 1 go 7 mec. MNpu otcytctBun P3T y BCex naumMeHToB
BbISIBIEHO yXyAllEHWE COCTOSIHWUSA: MHBEPCUS CHa — y 3,
HapacTaHue cnabocTu, YyTOMASEMOCTb — Yy 9, HapylueHune



Ta6nunua 1. CpeaHuii BO3pacT NOCTAHOBKM AMarHo3a nauueHTam ¢ MyKononucaxapnao3om B Poccum

Table 1. Median age of MPS diagnosing in Russian patients

[o 2008 . 11 47

| 0,009 0,005
MNMocne 2008 1. 12 16
Jo 2008 r. 33 57

1] 0,000 0,000
Mocne 2008 . 19 22
[o 2008 r. 4 88

I\ 0,073 0,034
[Mocne 2008 . 3 36

MpumeyaHme. * — B uccnefoBaHue GblIM BKIIOYEHBI TONIbKO AETU, POXKAEHHbIE B Poccuitickon Penepaumn. MIMC — myKkononncaxapuaos.
Note. * — the study included children born in Russian Federation. MIC — mucopolysaccharidosis.

Ta6nuua 2. [MaTonorvsa KnanaHHoOro annapara cepilua y naumMeHToB ¢ MyKononucaxapuao3oMm Il Tuna B cpaBHEHWM € OBLLMM YUCIIOM BCEX

TUMNOB MyKONo/Caxapnao3a

Table 2. Disorders of valvular heart apparatus in patients with MPS Il in comparison with all types of MPS

MnAc i

n = 55; a6c. (%) 44 (80) 31 (56) 23 (42) 10 (18) 3(6) 2(4) 7(13)
mnc

n = 117; a6c. (%) 86 (73) 53 (45) 44 (38) 16 (14) 3(2,6) 2(2) 19 (16)

MpumeyarHume. MINC — myKkononucaxapuaos, MP — peryprutaumsa Ha MUTpanbHOM KnanaHe, AP — peryprutauuns Ha aoptanbHOM KnanaHe,
TP — peryprutauus Ha TpUKycnuaanbHOM Knanaxe, JIP — peryprutauus Ha nero4Hom Knanave, MC — CTeHO03 MUTpanbHOro Knanaxa,

AC — cTeHO03 aopTaibHOro Knanasa.

Note. MMNC — mucopolysaccharidosis, MP — mitral valve regurgitation, AP — aortic valve regurgitation, TP — tricuspid valve regurgitation,
JIP — pulmonic valve regurgitation, MC — mitral stenosis, AC — aortic stenosis.

MOXOAKM W yTpaTa ABWraTefibHblX HaBblKOB — Yy 7, yTpaTa
peun —y 2, nceBaobynbbapHbIi CUHAPOM — Y 2. [10 HalwuMm
[JaHHbIM, MepepbiBbl B Tepanuu 6binn CBA3aHbl C 3KOHOMUYe-
CKMMM U OpraHuM3aLMoHHbIMK haKTopamu.

BauaHue pepmeHTO3aMeCcTUTEIbHON Tepanum

Ha cepAevyHO-COCYAUCTYIO CUCTEMY

Y4nTbiBas BbICOKYIO 4acTOTy BCTPE4aeMOCTM Kapauo-
BACKy/NISipHOW MaToNorMuK, ee Mnporpeccupytollee TeyeHue,
NPUBOASLLEE K CHUXEHWMIO MPOAOIKUTENBHOCTU MKU3HM
y naumeHToB ¢ MIC, nccnefoBaHne COCTOSIHUA CepaedHo-
COCYAWCTOM CUCTEMbI MPOBOAMNIOCH ABaXKAbl: Ha MOMEHT
NepBUYHON M MOBTOPHOM rocnuTanndauuu Ha doHe npose-
neHuns O3T. Bece getv nonyyanu no 0,5 mr/Kr naypcynbdasbl
exeHegenbHo.

M3mMeHeHnsa co CTOPOHbI cepala BbisiBaeHbl y 85% nauu-
eHToB ¢ MIC BHe 3aBMCMMOCTM OT Tuna 3abosieBaHusd
(100/117 ob6cnepoBaHHbix paeten). CpegHun BO3pacTt
BbIIBIEHUS KapAWOBACKYNSPHbIX HapyweHW CcocTaBu
50 = 0,4 roga. Y 89% nauuneHtoB ¢ MIC Il namenexHus
B cepALe BbiaBAsnnch B Bo3pacte 4,5 + 0,5 roga. Hanbonee
4acTo cepheyvHo-cocyaucTas naTonorns y naumMeHToB Gbiia
npeactaBfeHa KAanaHHbIMKM HapyleHUMU (HegocTaTou-
HOCTb W/WKU CTEHO3), apTepuaibHON runepTeH3nen, Hapy-
LEHWEM pUTMa cepaLla (Yalle TaxMKapaus ¢ Kapagmomuona-
TUEWN), peOKO — NEro4YHOn runepTeH3nen.

Hamu 6bi10 NpoBeAeHO AMHaMM4ecKoe HabniogeHue
n obcnegosaHne 35/55 nmauMeHTOB C CMHAPOMOM XaHTepa,

nonyyaBlumnx ®3T (cpegHuit Bospact 81,5 = 50,2 wmec).
Haunbonee 4acto y nauMeHTOB [AaHHOW Trpynnbl BbisiBASIACH
naTtonorns MUTPanbHOro KnanaHa (Tabn. 2). YMepeHHbIn cTe-
HO3 MUTPaSIbHOMO K/amnaHa B COYETAHUM C HEAOCTATOYHOCTLIO
2-i cTeneHu BbisiBAEH y 3 60/1bHbIX, HEOCTAaTOYHOCTb aopTalib-
HOro K/ianaHa co CTeHo30M — Yy 2. Becrneacteue 3HavyuTeNbHO-
r0 CHUMEHWS 3NaCTMYHOCTM aopTbl €€ AunaTtauus BbisiBAEHA
y 5 (9%) neten (Z-score 2,5-4,5). Taxukapaus 6blia gnarHo-
CTUpPOBaHa NPaKTUYECKM Y Kaxkaoro BToporo peéerHka ¢ MIIC I,
runepTpoduyecKkas Kapagunomumonatua — y 11% peten.

lMockonbKy natonorus cepaua npu MIMC HocUT npo-
rPeCcCUpYoOWKNIn XxapaKTep, Hamu 6bI10 NPOBELEHO CpaBHe-
HME U3MEHEHMI Ha KnanaHax Npu NepBUYHOM M MOBTOPHbLIX
rocnutannadaumsx y 35 nauneHtoB ¢ CMHAPOMOM XaHTepa,
nonyyaswunx P3T. MNpu NpoBeAEHMU OLIEHKM YYWUTbIBANMUCH
HanM4yMe U cTeneHb HeAoCTaTOYHOCTM, CTEHO3a U MUKOCO-
MaTto3a CTBOPOK KianaHoB. 3a BpeMs HabniogeHus cylie-
CTBEHHOIO MPOrPeCcCUPOBAHUS WAK YIYYLWEHUS COCTOSAHWUS
KnanaHHOro annapaTta cepila He 0TMeYanoch.

ApTepuanbHyl0 TMNEPTEH3UIO NPU MOCTYMIEHUN UMENU
3% nauuneHToB. OgHaKo, Npu NPOBEAEHUN CYTOHHOIO MOHU-
TOPUPOBaHUS apTepuanbHOro AaBneHns AaHHas natonorus
Oblna BbisiBNeHa y 14,5% feten ¢ pa3nuyHbimu Tunamm MIIC.
CnenyeT OTMETUTb, YTO apTepuasibHas rMNepPTEH3MS oTmeYe-
Ha B 16% cnyyaes npu MIC Il. 3a BpeMs HabnogeHns 3Ha-
4YnMoe yaydlleHne/yxyaleHne nokasaTenen aptrepuanbHoOro
naBneHus Ha ¢oHe O3T He BbIBAEHO, COCTOSAHUE MaLUeH-
TOB OCTaBanoCb CTabubHbIM.

BOMNPOCbLI COBPEMEHHOW NEAWATPUU /2019/ TOM 18/ N2 6
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Ta6auua 3. MIHAEKC Maccbl MMOKapaa NeBoro xenyaovka y 60bHbIX MyKONonncaxapuao3om
Table 3. Left ventricular mass index in patients with mucopolysaccharidosis

CooTBeTCcTBYET HOpMme Bbiwie HOpMbI
Tunbl MINC
n M * o (min-max) n M % ¢ (min-max)
Bce 60nbHble MIC (n = 80) 48 59,4 +£9,1(41,6-77,6) 32 103,2 + 25,6 (69,2-180,4)
BonbHblie MMNC Il (n = 39) 26 60,8 + 9,2 (45,4-77,2) 13 105,1 + 33,7 (69,2-180,4)

Mpumevarume. MINC — mykononucaxapnios. M £ o — cpeaHee aprudMeTnyecKoe 3HaYeHe U CTaHAapTHOE OTKIIOHEHMe.
Note. MINC — mucopolysaccharidosis. M = o — arithmetic mean and standard dispersion.

JleroyHas runepteHa3us Habnwoganacb y 2 nauneHToB
C CMHAPOMOM XaHTepa npu NnepBMYHOM rocnutanmaaumu. Mo
Mepe NporpeccupoBaHmnst COCTOSHUS IerodyHas rmnepTeHsuns
nosiBunach elle y 2 yenosek. CpeHee faBieHUe B N€roYHom
aptepun coctaBuno 38 = 6 MM PT. CT. Y OCTanbHbIX AETEN,
nonyvyaswux ®3T, gaBneHWe B NeroyHom apTepuun octaBa-
flocb B Npeaenax Hopmbl.

Kapavomuonatusa 6biia guarHoctupoBaHa y 6 60/bHbIX
CUHAPOMOM XaHTepa. [JMarHo3 ycTaHOB/IEH Ha OCHOBaHWU
¥anob (oAblWKa, YTOMASeMOoCTb), GU3MKaNbHOro OcMoTpa
M JaHHbIX MHCTYMEHTaNbHOro o6cnegoBaHusa. Ha 3OxoKr-
M306parKeHUsX ONpesensancb rMnepTpodus CTEHKM NEBOrO
enyfoyKa, CHUXeHne dpakumm BbiGpoca M pacwupeHue
Kamep cepaua C yBeIMYEHMEM KOHEYHO-CUCTOSIMYECKOro
N/VUNN KOHEYHO-OAMACTONIMYECKOro pa3MepoB M/vnv 00b-
eMoB neBoro xenygoyka. Y 32/80 (40%) nauueHToB
C pasnuyHbiMu TMNamu MIC 6bl10 BbIABAEHO YBenn4ye-
HMEe MHAEKca Macchbl JIEBOr0O Kenygoyka, cpeau GOJbHbIX
MMC Il —y 13/39 (33%) (Tabn. 3).

Haunbonbluee 4ucno aeten ¢ BbICOKUM GYHKLMOHANbHbIM
Knaccom no Ross oTmedeHo cpean 60MbHbIX CMHAPOMOM
XaHTepa. PyHKUMOHaNbHBIM Knacc |l 6bin gMarHocTMpoBaH
y 42%, dyHKuMoHanbHbiM Knacc Il — y 13% nauueHToB
3TOoM rpynnbl. Mpu AMHaMU4yecKoM HabnoAeHUN Y MaLMEHTOB
C CMHAPOMOM XaHTepa Ha ¢GOoHe MPOBOAMMOM NaTOreHeTMye-
CKOM MU CMMNTOMaTUYECKOW Tepanuu He BbISBNIEHO yXyLlle-
HWS KapAMOBACKYNSIPHbIX NPOSIBNEHUI 6ONE3HU U yBennYye-
HMS GYHKLIMOHANbHOrO Knacca.

OBCYXAEHMUE

MyKononucaxapuaos — TSKENoe, MHBanManaupyollee
3a6oneBaHne, NPUBOASLLEE K PA3BUTUIO TAKENbIX OCNOXKHE-
HUN. COOTBETCTBEHHO, OTCYTCTBME NaTOreHeTUYEeCKon Tepa-
nMUU UK ee No3fgHee Havyano Ha GoHe ye CylecTBYoLWEen
TSXKENOW NaTtonorMun LeHTpanbHOW HEPBHOW, Cepae4HO-COCY-
OUCTON, AbIXaTebHOW, ONOPHO-ABUraTeIbHOM CUCTEMbI MPU-
BOJMT K PE3KOMY CHMMEHMIO KayecTBa XWM3HW MaLMEeHTOB,
Pa3BUTUIO KMBHEYIPOXKAIOLWMX COCTOSHMUI BMOTb [0 SIeTab-
Horo ncxopa [16].

MepBoe KnMHUYecKoe uccnegoBaHme P3T y nauUMeHTOB
¢ MIC 1l 6bino Havato B 2001 r. 1 3aBeplieHo B 2006.
C 3TOro BpPEMEHW OTCYMTbIBAETCS HOBasi 3pa He TO/NbKO
B Jle4eHUn 3abofieBaHWi M3 rPynnbl MyKOMoaucaxapuao-
30B, HO 1 BCEN Ipynmnbl TIM30COMHbIX 60ONE€3HEN HaKoMNIeHUs
B uenom. MNo3gHAs anarHocTMKa 601e3HM B Hallel cTpaHe
W, COOTBETCTBEHHO, MO3AHAS MHULMALUMS Tepanuun, oGHapy-
JKEHHble B HalleM UccneaoBaHMK1, CBA3aHbl, C Hallewn TOYKK
3pEHNS, C HU3KOW MHDOPMMPOBAHHOCTBIO Bpayen O BO3-

MOHocTsax ®3T M nocneacTBuMax ee Mo3gHero Hadvana,
3KOHOMMWYECKUMU TPYAHOCTAMM, HEMOHUMAHUEM poauTenen
Heo6X0AMMOCTH Ie4eHUsl, 0COBEHHO Y MALMEHTOB C NIEMKUM
Te4yeHneM 3aboneBaHms.

YKe ony6aMKoBaHbl pe3ynbTaTbl Hay4YHbIX MCcneaoBa-
HUM, NOCBSLWEHHbIX U3y4yeHuto BansaHua 3T naypcynboda-
301 Ha QYHKLUMOHUPOBAHWE Pa3IMYHbIX OPraHOB M CUCTEM
y NauMeHToB C cMHApPOMOM XaHTepa [17, 18]. B 2005 .
Oblfl 3anylleH camblii 60/bWON MHOMOLEHTPOBOW PErncTp
peanbHbIX JaHHbIX O ecTecTBeHHOM nctopumn MIIC Il u gonro-
CpOoYHOM 6Ge3onacHocTM M addekTnBHOCTM DP3T ¢ mayp-
cynbdazon (Hunter Outcome Survey, HOS) [13]. Llenbio
[laHHOr0 aHanM3a 6blI0 CpaBHEHUE BbIXXMBAEMOCTH Cpeaum
nauveHtoB ¢ MIMC Il, nonyyaBWKX WMAK HE NOJyYaBLUMUX
neyeHne waypcynbdazon. Onpegensnn Takxe MNpPUYHUHBI
cMepTu. He BHOCMAMCL AaHHble TONbKO MO MNauLMeHTaM,
KOTOPbIM BO BPEMS y4acTuUs B KJIMHMYECKOM MCCefoBa-
HUKU GblNa NpoBedeHa TpaHCnaaHTaUMs reMono3TUYECKMX
CTBOJIOBbIX K/IETOK MKW KOTOpbIE MOJy4anun NeYeHne nayp-
cynb®a3on BHYTPUOPIOWKMHHO. HOS HOCHUT UCKNIOYUTENBHO
HabnogaTeNbHbIM XapaKTep, He BK/OYaeT B cebs cneuu-
anbHble OCMOTPbI Bpaya M MNpoBedeHWe OonpeaeneHHbIX
o6cnegoBaHmin. o cocTtodHMio Ha utonb 2016 r. B HOS
6binM BHeceHbl AaHHble 1200 naumeHToB n3 134 UeHTPOB,
pacnonoxeHHbix B 33 cTpaHax mupa, U3 Hux 1034 oTcne-
¥XUBanM npocnekTuBHo. CpeaHur BO3pacT MOCTaHOBKM
onarHosa — 3 roga 3 mec (1,0; 7,1), cpeaHun Bo3pacT
Havyana ®3T — 6 netr 9 mec (2,1; 19,8). B wccnepno-
BaHMM B OCHOBHOM Y4aCTBOBaJMW MNauMeHTbl n3 EBponbl
n CeBepHor AMepuKkun. MeanaHa BbIXKMBAeMOCTU, OCHOBAH-
Has Ha oueHKax no metoay KannaHa—Menepa (95% pose-
putenbHbin MHTepBan, AW), y nauneHtoB Ha ¢oHe P3T
coctaBuna 33 roga (30,4; 38,4), 6e3 nevyenna — 21,2 roga
(16,1; 31,5). Puck cmepTtn (rnaBHbIM 06pa3oM OT cepaeu-
HO-COCYAMCTbIX U PECMUPATOPHbIX OCIOXHEHWUI), COrNacHo
perpeccvoHHon moaenu Kokca, coctaBun 0,46 (95% AU
0,29-0,72), T.€. 6bl1 Ha 54% HWXKe y NauMeHToB, Noy4aB-
LUMX NaTOreHEeTUYECKYIO Tepanuto, B CPaBHEHWUW C TAKOBbLIM
y HeneyeHblx 60/bHbIX [13].

O3T adpPeKTMBHO AENCTBYET Ha Psf KIMHUYECKUX MpPO-
ABNEHUI 3aboneBaHunsl, MMeeT XopoLwmnin npodunb 6esonac-
HOCTM, y/yyllaeT BbIXKMBAEMOCTb, OHAKO OHa HE MOXKET
3pDEKTUBHO BO3AENCTBOBATb M MOJIHOCTbIO OCTAHOBWUTH
nporpeccupoBaHne 3aboneBaHWUs MNPU Ha3HA4YeHUU ee
B MO3[HME CPOKW, KOraa COCTOSIHWME NauueHTa CTaHOBMT-
ca Tsenbim [9, 10]. 3HauuTeNbHOE ynyylleHWe Ka4vecTBa
YU3HM NPOUCXOAUT NPU UHUUMaLKMK 3T B paHHEM Bo3pac-
Te [16]. BaxKHbIM UTOrOM Hallero MccnegoBaHus aBAseTcd




TOT ¢daKT, Yto npepbiBaHne 3T Ha nepuog ot 1 Ao 7 mec
y 12 nauMeHToB NPUBENO K YXYALIEHWUIO COCTOSIHUA BO BCEX
cnyyasx BNAOTb 4O Pa3BUTUSA HEO6PaTUMbIX MOCNEACTBUN —
yTpaTbl peyn MU CnocoBHOCTU CaMOCTOSTENbHO MNepeaBu-
ratbcsi. AT0 roBOPUT 0 ToMm, 4YTo P3T AOMKHA NPOBOAUTLCSH
perynsipHo U AAUTENbHO, M HE MNpepbiBaTbCs 6€3 BECKMX
Ha TO OCHOBaHWM.

Matonornsa cepaeyvyHoO-CoOCyaMCTOM CUCTEMbI MpU pas-
Nn4HbIX TUNax MIMC n BnnsHue 3T Ha nporpeccMpoBaHne
3TOM NATONOTMK U3YyHanUCb B HECKONbKUX MCCNe0BaHUNAX
[14, 18, 19]. Bcneacteme OTNOXKEHUSA MMMKO3aMUHOMNUKa-
HOB B 06/11acTW K/ianaHHOro annapata, 3HAOKapAa, Muo-
KapAa, CTEHOK KOPOHapHbIX apTepui yKe K KOHLY NepBoro
LECATUNETHS KM3HU 66Mbluas YacTb NaLMEHTOB C pa3nmy-
HbiMK TUNammn MIC nmeeT naTtonornio KnanaHoB cepala,
0CO6GEHHO MpKU BGbICTPOMNPOrpecCUpyoLLEM TEYEHUN 3ab0-
neBaHus ¢ paHHero sBo3pacta [14, 19]. UMeHHO noatomy
MMC 4yacTo Ha3sblBaloT «KianaHHOWM 60ne3Hblo cepauar.
Peryprutaums Ha KnanaHax siBAsieTcs caMbiM cneunodmy-
HbIM CMMMATOMOM MOpPaXeHUs CepAedYHO-COCYANCTON CUCTe-
Mbl Yy TaKux 60MbHbIX. [10 AaHHLIM 3apy6exHbiX aBTOPOB,
yacToTa nartosiorMn cepaua BapbupyeT oT 57 go 100%
y naumeHTtoB ¢ MIC [13, 19]. Mo gaHHbIM HalLEero uccneno-
BaHUWA, KapAMOBaCKyNsapHble UBMEHEHNS ObliM BbISBMEHbI
y 89% peten ¢ MIC Il. Hanbonee 4acto Mbl BbIABASAU
HEeOOCTaTOYHOCTb MUTpaNbHOro KnanaHa (80% cny4vaeB);
naTonorua Apyrux KnanaHoB BCTpeyanacb pexe. HyxHo
OTMETUTb, YTO OLEHKa COCTOSIHUS CepAevHO-COCYaAWUCTOM
CUCTEMbI Y MaUMEHTOB B psje CnyvyaeB 3aTpyaHUTENb-
Ha BCNeACTBME CKENIeTHbIX HapylweHWr, 0COBEeHHOCTEMN
NOBEAEHMS, KOMHUTUBHbBIX HapyweHui. TyronoABUMXKHOCTb
KPYMHbIX MU MESIKUX CYCTaBOB OC/IOXKHSAET UBMEPEHME My/b-
ca, KOHTPO/b apTepuanbHOro AaBfieHUs Ha KOHEYHOCTSIX.
3aTpyaHeHa U OueHKa LWyma Haj COHHOM apTepuen 1M3-3a
KOPOTKOW Weun. BblpaxeHHble AblXxaTeflbHble HapylleHWUs
NPensaTCTBYIOT ayCKynbTauumn cepaua.

Mpy AMHaMUYecKOM HabnoaeHUN NaLUMEHTOB C CUHAPO-
MOM XaHTepa, Haxoasawmxcs Ha P3T, He OblI0 BbIABIEHO
[LOCTOBEPHbIX AaHHbIX, AEMOHCTPUPYIOWMX YXYALEHUE WAn
ynyylweHne KnanaHHbIX HapyleHWn. 3TO KOCBEHHO YyKas3bl-
BaeT Ha CTabuaM3aumio COCTOSHUSA GOJbHbIX, MONyYaBLIMX
®3T. Bo3penctBre ®3T Ha CTPYyKTypy M PyHKLUMIO cepaua
y nayueHToB ¢ MIC 1M3y4anocb B HECKONbKUX 3apyOEKHbIX
ncenegosaHusx [14, 20]. O. Gabrielli u coaBT. B 2016 1. ony-
6/1MKOBaNN MHTEPECHbIE JaHHble HabMAEHUS O4HOW CEMbMU,
rae Aetu Havanu nonydyatb 3T B pasHom Bo3pacTte [20].
Craplwumm getam Tepanus Oblna UHMLUMKMpoBaHa B 4 n 5 net
(B 9TOM BO3pacTe OHWM UMENU TUMUYHbIE NPOSIBIEHUS 3a60-
NleBaHus, B TOM 4Mcnie MaToNornio KnamnaHHOro annapara
cepaua), a Mnaglwine 4etTi Hadanu noayyatb Tepanuio B nep-
BOM MONYrOANN XU3HU, U K 5 rogam OHW UMENN HoOpMaSibHbIN
dbeHOoTMN, a NaToNorns cepaeyHo-CoCyaNCTON CUCTEMbI Y HMUX
oTcyTcTBOBana. [InarHocTMKa cepaedyHor HeaoCTaTOYHOCTH
Ha HayanbHbIX CTagusx Heobxoanma AN nNpefoTBpalleHus
ee NporpeccMpoBaHms, B TOM YMCne NOCPEeACTBOM Ha3Have-
HUS afeKBaTHOW Tepanuu.

Mbl BbIIBUAN KIAMHUKO-UHCTPYMEHTANbHbIE MPU3HAKM
Kapamomuonatum y 11% 60MbHbIX CMHAPOMOM XaHTepa.
KapanomunonaTus 4acTo BCTPeYaeTcs Npu pasinyHbiXx MeTa-

60n1n4ecKknx 3aboneBaHmnsx. OCHOBHOM MeXaHW3M pa3BuUTUS
KapanomMuonaTumM COCTOUT B OT/IOXEHWMU MPOAYKTOB MeTa-
6onM3Ma B uMTONIa3Me WAM IM30COMaxX KapAMOMMOLM-
TOB. MHOUNBLTPATUBHbIE N3MEHEHUS C HAKOMNEHNEM Hepac-
LWEeNNeHHbIX MaKpOMONIEKYT B MUOLIUTAx WU UHTEPCTULMM
MWOKapaa MPUBOAAT K YBEIMYEHMIO TONWMHBI CTEHKN 6e3
GaKTMYecKon runeptTpodmnn MMounToB. Mbl BbISBUIM YBENN-
yeHue Maccbl Mmokapaa y 40% 6o0nbHbix MIC 1 y Kaxgoro
TPEeTbEero nauMeHTa ¢ CMHAPOMOM XaHTepa. MHbunbTpauus
rMUKO3aMUHOMIMKAHOB CepALLa MOXKET CTaTb NPUYMHOM pas-
BUTUS OCNIOXXHEHWI M, COOTBETCTBEHHO, PaHHUX NleTanbHbIX
ncxonos [14]. BnepBble TEPMUH «MHUNBLTPATUBHaAsA Kap-
avomuonatus» npeanoxunu J. Seward M coaBT., YTO Hawu-
6onee npuvemnemo ansa nauueHtoB ¢ MIC [21]. AHanu3
JaHHbIX PYHKLMOHaNbHbIX KNaccoB cepaevyHOn HeaocTaTou-
HocTM No Ross y 35 mauMeHToB C KapguomuonaTtuen npwu
OMHaAMUYECKOM HabnogeHnn rnokaszan, 4to B 89% cnyyaes
Ha doHe P3T cocTosHME N0 KapAMOBaACKYNAPHbLIM NPosiBe-
HUAM OblJIO CTABUNIbHBIM.

3AK/IIOMEHME

depmMeHTO3aMecTUTeNbHAA Tepanus npenapaTom uayp-
cynb®asou, No HalMM JaHHbIM 1 OMbITy 3apy6eXHbIX KOMNET,
anseTcsd apPeKTUBHbIM U 6e30MacHbIM METOAOM Tepanuu
nauueHToB € CMHAPOMOM XaHTepa. PaHHee Havano Tepanuu
ynyylwaeT COCTOsiHME NaLMEeHTOB W npeaynpexaaeT pas-
BUTME WX 3aMefnseT NPorpeccupoBaHue yKe UMEKoLMX-
CH M3MEHEHWN CO CTOPOHbI KapAMOBAaCKYNAPHOM CUCTEMbI.
PaHHee BbisiBneHne nauyueHto ¢ MIMC B Luenom 1 CUHAPO-
MOM XaHTepa B 4aCTHOCTW, KOMIJIEKCHOe o6cnenoBaHue
1 nHnumnauma 3T B nepBble oAbl XU3HKW NOMOTYT U36exaTb
Pa3BUTUSA TSXKENbIX OCMOXHEHUN W, COOTBETCTBEHHO, MPW-
BEeyT K CHUXEHWMIO YMCna NeTaNbHbIX MCXOL0B M YBETUYEHUIO
BbI)KMBAEMOCTHU MaLMEHTOB.

UCTOYHUK ®UHAHCUPOBAHMUSA
He ykasaH.

FINANCING SOURCE
Not specified.

KOH®JIUKT UHTEPECOB

H.[. BawaKkmaase — 4yTeHue NeKuuMn Ansg KomnaHwumn
«Tarkega», «CaHodn», <BOMapUH».

H.B. XypkoBa — 4TeHMe neKuun On9 KOMMNaHWKn
«Takepga», «CaHodn», <BOMapUH».

J1.C. HamasoBa-bapaHoBa — nosy4yeHne uccnegoBa-
TENbCKMUX MPAHTOB M FOHOPAPOB 3a Hay4yHOE KOHCY/IbTUMPO-
BaHWe M YTeHWe nekumn oT dapmMaueBTUYECKON KOMMaHWUK
000 «MC[ PapmacbtoTkanc»; 000 «Mdan3ep MHHOBaLMK»,
AO «CaHodu-aBeHTUCc rpynn», AO «CaHodullacTep»,
«Mmakco», 000 «366Bu», AO «[MTPOIPECC», AO «bnoHopuKa»,
000 «Takega», 000 «[Mbep Pabp», 000 «MannaH Papmar.

E.l0. 3axapoBa — u4TeHWe NeKUuMn Ansg KoMMnaHWK
«Takepga», «CaHodn», <BUOMapUH».
T.B. Jllo6XaHupa3e — 4TeHue NeKUuMn AN KOMMNaHWK

«Takepa», «<bnomapuH».
OcTtanbHble aBTOpPbl CTaTbW MOATBEPAMAM OTCYTCTBUE
KOH®NIMKTa MHTEPECOB, O KOTOPOM HEOOXOAMMO COOBLNTD.

=y
°6 ©

BOMPOCbI COBPEMEHHOW NMEAUATPUM /2019/ TOM 18/ N



B nomouwb Bpauy

CONFLICT OF INTERESTS

Nato D. Vashakmadze — receives fees for lecturing
from Takeda Pharmaceutical, Sanofi, Biomarin companies.

Natalia V. Zhurkova — receives fees for lecturing from
Takeda Pharmaceutical, Sanofi, Biomarin companies.

Leyla S. Namazova-Baranova — receives research
grants and fees as scientific consultant and for lecturing
from pharmaceutical companies MSD Pharmaceutical, Pfizer
Innovations, Sanofi Aventis, Sanofi Pasteur, GlaxoSmithKline,
AbbVie, Progress JSC, Bionorica, Takeda Pharmaceutical,
Pierre Fabre, Mylan Pharma.

Ekaterina Yu. Zakharova — receives fees for lecturing
from Takeda Pharmaceutical, Sanofi, Biomarin companies.

Tina V. Lobjanidze — receives fees for lecturing from
Takeda Pharmaceutical, Biomarin companies.

CMUCOK NTUTEPATYPbI

1. Cudry S, Tigaud I, Froissart R, et al. MPS Il in females: molecular
basis of two different cases. J Med Genet. 2000;37(10):29. doi:
10.1136/jmg.37.10.e29.

2. Tuschl K, Gal A, Paschke E, et al. Mucopolysaccharidosis
type Il in females: case report and review of literature. Pediatr
Neurol. 2005;32(4):270-272. doi: 10.1016/j.pediatrneurol.
2004.10.009.

3. Amartino HR, Ceci BF, Masllorens F, et al. Identification of
17 novel mutations in 40 Argentinean unrelated families with muco-
polysaccharidosis type Il (Hunter syndrome). Mol Genet Metab Rep.
2014;1:401-406. doi: 10.1016/j.ymgmr.2014.08.006.

4. Froissart R, Maire |, Millat G, et al. Identification of iduronate
sulfatase gene alterations in 70 unrelated Hunter patient. Clin
Genet. 1998;53(5):362-368. doi: 10.1111/j.1399-0004.1998.
th02746.x.

5. Neufeld EF, Muenzer J. The Mucopolysaccharidoses. J Pediatr.
2008;84:3421-3452.

6. Schaap T, Bach G. Incidence of mucopolysaccharidoses in Israel:
is Hunter disease a ‘Jewish disease’? Hum Genet. 1980;56(2):
221-223. doi: 10.1007 /bf00295699.

7. Wraith JE, Scarpa M, Beck M, et al. Mucopolysaccharidosis
type Il (Hunter syndrome): a clinical review and recommendations for
treatment in the era of enzyme replacement therapy. Eur J Pediatr.
2008;167(3):267-277. doi: 10.1007 /s00431-007-0635-4.

8. Young ID, Harper PS. The natural history of the severe form
of Hunter’s syndrome: a study based on 52 cases. Dev Med Child
Neurol. 1983;25(4):481-489. doi: 10.1111/j.1469-8749.1983.
th13794.x.

9. Yund, B, Rudser K, Ahmed A, et al. Cognitive, medical, and
neuroimaging characteristics of attenuated mucopolysaccharidosis
type Il. Mol Genet Metab. 2015;114(2):170-177. doi: 10.1016/
j.ymgme.2014.12.299.

10. Beck M, Muenzer J, Scarpa M. Evaluation of disease severity in
Mucopolysaccharidosis. J Pediatr Rehab Med. 2010;3(1):39-46.
doi: 10.3233/PRM-2010-0100.

11. Franco JF, El Dib R, Agarwal A, et al. Mucopolysaccharidosis
type I, I and VI and response to enzyme replacement therapy: results

The other contributors confirmed the absence of a
reportable conflict of interests.

ORCID

H.[. Bawakmapgse
https://orcid.org/0000-0001-8320-2027
E.10. 3axapoBa
https://orcid.org/0000-0002-5020-1180
H.B. XypKoBa
https://orcid.org/0000-0001-6614-6115
T.B. lo6:xaHuase
https://orcid.org/0000-0002-3461-9632
J1.C. Hama3oBa-bapaHoBa
http://orcid.org/0000-0002-2209-7531

from a single-center case series study. Intractable Rare Dis Res.
2017;6(3):183-190. doi: 10.5582/irdr.2017.01036.

12. Muenzer J, Beck M, Eng CM, et al. Long-term, open-labeled exten-
sion study of idursulfase in the treatment of Hunter syndrome. Genet
Med. 2011;13(2):95-101. doi: 10.1097 /GIM.0b013e3181fead59.
13. Wraith JE, Beck M, Giugliani R, et al. Initial report from the
Hunter outcome survey. Genet Med. 2008;10(7):508-516. doi:
10.1097/gim.0b013e31817701e6.

14. Braunlin EA, Harmatz PR, Scarpa M, et al. Cardiac disease in
patients with mucopolysaccharidosis: presentation, diagnosis and
management. J Inherit Metab Dis. 2011;34(6):1183-1197. doi:
10.1007/s10545-011-9359-8.

15. Chinawa J, Adimora G, Obu H, et al. Clinical presentation of
mucopolysaccharidosis type Il (Hunter's syndrome). Ann Med Health
Sci Res. 2012;2(1):87-90. doi: 10.4103/2141-9248.96946.

16. Broomfield A, Davison J, Roberts J, et al. Ten years of enzyme
replacement therapy in paediatric onset mucopolysaccharido-
sis Il in England. Mol Genet Metab. 2019. doi: 10.1016/j.ymg-
me.2019.07.016.

17. Muenzer J, Wraith JE, Beck M, et al. A phase lI/lll clinical study
of enzyme replacement therapy with idursulfase in mucopolysac-
charidosis Il (Hunter syndrome). Genet Med. 2006;8(8):465-473.
doi: 10.1097/01.8im.0000232477.37660.fb.

18. Aguilar F, Nesser HJ, Faletra F, et al. Imaging modalities inval-
vular heart disease. Curr Cardiol Rep. 2008;10(2):98-103. doi:
10.1007/s11886-008-0018-0.

19. Kampmann C, Beck M, Morin |, et al. Prevalence and charac-
terization of cardiac involvement in Hunter syndrome. J Pediatr.
2011;159(2):327-331. doi: 10.1016/j.jpeds.2011.01.054.

20. Gabrielli O, Clarke LA, Ficcadenti A, et al. 12 year follow up of
enzyme-replacement therapy in two siblings with attenuated muco-
polysaccharidosis I: the important role of early treatment. BMC. Med
Genet. 2016;17(19). doi: 10.1186,/s12881-016-0284-4.

21. Seward J, Casclang-Verzosa G, Chipigina NS. Infiltrative car-
diovascular diseases: cardiomyopathies that look alike. Rational
Pharmacotherapy Cardiol. 2010;6(5):722-732. doi: 10.20996/
1819-6446-2010-6-5-722-732.



NHdopmauusa Coro3a neguatpoB Poccum

7 pekaopsa 2019 r.

BuwHéBa EneHa AnekcaHgpoBHa, [.M.H., IOLEHT Kadeapsbl
daKynbTeTCKON neanaTpumn neauatpuyeckoro Gakynsreta Graoy
BO «PHUMY um. H.W. Muporosa» MuH3gpaBa Poccuu, 3amecTu-
TeNb AMPEKTOPA N0 Hay4yHOM paboTe, BEAYLLMI Hay4YHbIA COTPYOAHUK
HWW neanatpum 1 oxpaHbl 3q0poBbs aeten PIrbY «LUKB» PAH

KoctnHoB Muxamn [letpoBu4, O.M.H., Npodeccop, 3aBeny-
oM nabopaTopuen BaKLMHOMPODUIAKTUKM U UMMYyHOTEpanuu
annepruyeckux 3abonesaHnin ProHY «HUW BaKUMH 1 CbIBOPOTOK
nm N. 1. MeyHnKkoBa»

Ma3saHKkoBa Jllogmuna HuKonaeBHa, [.M.H., npodeccop,
3aBefyowan Kadenpon MHOEKUMOHHbIX 6ONe3Hen neguaTpuye-
ckoro dakynsreta Oreoy Aro «PMAHMO» MuH3gpaBa Poccuu,
rMaBHbIM BHELTATHbIA CNELMannCT No MHOEKUMOHHBIM 60NEe3HAM
y aetein 13M v M3 B LU0

MannuunkoBa EneHa lOpbeBHa, [.M.H., npodeccop, 3aBe-
oyouas Kadeapow Bupyconorun dakynbteta npodunakTuye-
CKOM MeAWLMHBbI M opraHu3aumun 3apaBooxpaHeHuns Greoy Aro
«PMAHMO» MuH3gpaBa Poccuu, rnaBHbIM BHELWTATHbIA Creuu-
anuncT No MHGEKLMOHHBIM 6one3HsM M3 PO

Hama3soBa-bapaHoBa Jleiina CeWMypoBHa, A.M.H., MNpo-
deccop, akagemunk PAH, 3aBeaylowas kadeapon daKynbTeTCKOM
neguvaTpuu neguatpuyeckoro dakynsteta OrAoy BO «PHUMY
uMm. H.W.TMwuporosa» MuH3gpasa Poccuu, pykosogutens HUWU
neauaTpun 1 oxpaHbl 3a0poBbs aetent OIrBY «LIKB» PAH, rnaBHbIf
BHELWTaTHbIN AETCKUIM cneuuanuct no npodunakTM4ecKon meau-
unHe M3 PO

IMnakmnga AnekcaHap BUKTOPOBUY, UCMONHUTENbHbIM AWPEK-
Top nnatdopMbl «IAbDEKTUBHOE 3[1paBOOXPAHEHNEN

lMpuBanoBa TatbsiHa EBreHbeBHa, K.M.H., JOLEHT Kadeapbl
daKynbTeTCKOWM NeguaTpun neauatTpuyeckoro dakynsreta GPrAQy
BO «PHVMY um. H.W. NMuporoBa» MuHsapaBa Poccuu, Beaywmin
Hay4yHbIM COTPYAHWK oOTAena pa3paboTKM HayyHbIX MOAXOAOB
K UMMYHW3aLMN NaLMEHTOB C OTKIOHEHUSIMU B COCTOSIHUW 3[0-
pOBbSl U XPOHUYECKMMU GonesHsMu HUW negmatpum u oxpaHbl
3p0poBbs aetent Groy «LKb» PAH

PruwgeB AneKceli FOpbeBMY, K.M.H., OLIEHT Kadeapbl MHDEK-
LIMOHHBIX 6oNne3Hen y aetei neauatpuyeckoro dakynsreta PrAoy
BO «PHUMY um. H.W. MuporoBa» MuHsgpasa Poccuu, rnaBHbIV
BHELITaTHbIM cneuuanmct no MHOEKLUMOHHbIM B60Ne3HAM Y AeTen
B LLAO 1 tOBAO 3M

TatoyeHKo Bnagumunp KupunnoBud, A.M.H., npodeccop,
COBETHWMK anpeKkTopa PrAyY «HMWL, spopoBba aetenr» M3 PO

®degoceeHKo MapuHa BnagucnaBoBHa, K.M.H., [OLEHT
Kadeapbl daKynbTETCKOM NeauaTpuu neauaTpuyeckoro dakymb-
Teta PrAQY BO «PHUMY um. H.W. MNMuporoea» MuH3apasa Poccuwy,
3aBejylollas oTaesioM pa3paboTKM Hay4vHbIX MOAXOAOB K MMMY-
HM3aLUMU MALMEHTOB C OTKIOHEHUSIMU B COCTOSIHUM 3[40POBbS
N XPOHUYECKMMM BONE3HAMM, Beaylnin Hay4HbIM COTPYAHUK HNN
neauaTpuu 1 oxpaHbl 300poBbs aeten PrbY «KB» PAH

®denbabmom UpnHa BukTopoBHa, 1.M.H., npodeccop, 3aBe-
nyowas kadeapon anvaemuonornn Ore0y BO «[lepmckuit rocy-
[lapCTBEHHbIV MeauumMHCKui yHuBepeutet BO MIFMY nmenn aka-
nemuKa E.A. BarHepa» MuH3apaBa Poccuu, raBHbIM BHEWTATHbIN
cneyunanuct-anuaemuonor M3 B M@0

Pe3sonwouua dPopyma 3KkcnepToB
Poccuuckon depepauumn «BetpsaHan
ocna: cepbe3Had UHPEKLMOHHaA
yrpo3a ana PO, KoTtopas MOXeT ObITb
npeaoTBpaLlleHa BaKLuMHaLUUuen»

Xaput CycaHHa Muxa#nnoBHa, [.M.H., Npodeccop, pyKoBoAw-
Tenb otaena NpPoduNakTMKM MHOEKUMOHHbIX 3a6oneBaHnin Prby
«JJeTCKUA Hay4YHO-KIMHUYECKUN LIEHTP MHOEKLMOHHLIX 60n1es-
Hel» @MBA Poccuu, raBHbI BHELWTATHbIN JETCKUI cneuuanuct
no MMmyHonpodunakTuke Komureta no 3apaBooxpaHeHmnto CaHKT-
MNeTepbypra

BetpsHas ocna npefctaBnser cepbesHylo npobnemy ans
006LLeCTBEHHOro 34paBooxpaHeHus. B xoae 3acefaHus CoBeTa aKce-
nepTbl PacCMOTPENN BOMPOC aKTyaNbHOCTU MPobiemMbl BETPSHOM
ocnbl B Poccun B CpaBHEHWU C AaHHBIMK Apyrix cTtpaH. CornacHo
oLieHKaMm BceMUpHOM opraHu3aumnm 30paBoOXpaHeHUs!, eXXerogHo
peructpupyetcs o 4200 cny4aeB CMeEPTV MO MPUYUHE OCNOXK-
HEHHOrO TeYeHUs BETPSHOM ocCrbl, 40 4,2 MIIH Cly4aeB TAXKeNbIX
dopM BETPSIHOM OCMbl EXXEroaHO NPUBOAUT K rocnutann3aumu [1].
B Poccuu BeTpsiHas ocna B nocnegHne 12 neT ctabuiibHO coxpa-
HAET NMAMPYIOLLYIO MO3ULMIO B CTPYKTYPE MHDEKLMOHHONM 3abone-
BaeMoCTW. B cTpyKType noBo3pacTHOM 3aboneBaeMocT BETPS-
HOW ocrow Haubonee BbICOK ee YpoBeHb cpeaun aeten 3-6 ner,
HECKONIbKO pexe OHa peructpupyetcs y aeten 1 roga — 2 net
1 B 7—14 neT, a HaMeHbLLWE MOoKa3aTeNm 3a60/1eBaeMOCTU BETPS-
HOM OCMoV OTMeYaloTes cpeavm aetev mnagwe 1 roga [2, 3].

YyacTHMKM Dopyma 3KCNEPTOB OTMETWUAM BbICOKYD 3KOHO-
MUYECKYI0 3HaYMMOCTb BETPSIHOM ocnbl. B yacTtHocth, B 2018 T.
Ha Bcel TeppuTopun PP BeTpsHas ocna 3aHana 3-e MecTo
M0 BEIMYMHE 3KOHOMUYECKOTO ylep6a oT MHOEKLIMOHHOW NaToso-
TMK, KOTOPbIM cocTaBun 6onee 28,7 mnpg pyénein. CpaBHUTENBHO
MEHbLUWIA YPOBEHb 3KOHOMUYECKOM 3HAYMMOCTU BETPSIHOM OCMbl
B 2017 r. B pa3mepe Gonee 12,6 mnpa py6nev cneayeT pac-
LieHMBaTb KaK peaynbraT HeAoCTaTo4YHOro yyeta psiaa GaKTopoB
[2]. MoNHOLEHHbIN Yy4ET 3KOHOMMYECKOrO ylliepba OT MHbEKUuUn
OOMKEH CKNafblBaTbCs MyTeM CYMMMPOBaHUS NPSiMbIX U KOCBEH-
HbIX 3aTpaT. Hapsgy ¢ npsMbiM ylwepbom, KOTOpbIM BKIOYaET
3aTpaThl Ha rocrnuTann3aLmio, IeKapcTBEeHHble npenapatbl, yeny-
M MeAWLMHCKOro nepcoHana, Ype3Bbl4avHO Ba)KHO Y4MTbIBaTb
N HENPSMOW, WM KOCBEHHBbIW, yllep6 — HefOonoyYeHHbln Bano-
Bbl BHYTPEHHWUM MPOLYKT B pe3ynbrate npebblBaHna nauueHTta
Ha 60/IbHUYHOM B CBSI3W C MHOEKLMOHHBLIM 3aboneBaHnem wnu
poauTensi/oneKkyHa Ha 601bHUYHOM MO yXoAy 3a pebeHKoM. B xoae
onpefeneHnsi 3KOHOMMUYECKMX MOTePb AOMKHbI MCMOAb30BaTbCS
cneayiowime TUnbl AaHHbIX: Tapudbl 0693aTeNbHO0 MEAULIMHCKOMO
CTpaxoBaHusi, 3a601eBaeMOCTb HaceNneHusi, BanoBbIi BHYTPEHHWUI
MPOAYKT Ha Ayly HaceneHus, CpeaHss exemecsyHas 3apaboTHas
nnata, NPOAOIKUTENBHOCTb GOBHUYHOIO SIUCTa U MPoYMe MHDOP-
MaLMOHHbIE MaTepuasibl HAy4HOrO M IKCMEPTHOrO XapaKTepa.

[lo cux nop B 60MbLWMHCTBE perMoHoB Poccuickon Pepepauimm
cneunburyeckre Mepbl MPOPUNaKTUKKU BETPSHOM OCMbl CPEAN KOH-
TaKTHbIX JIUL, U B 04are NpuMeHstoTes pefKo [4]. 06b14HO NpoTUBO-
3MMAEMUYECKME MEPOMPUATUS B JETCKUX KONNEKTUBAX OrpaHu-
4YMBAIOTCH /IULLb KapaHTUHOM Ha CPOK MHKYGaLMOHHOro nepuoja
(c 10-ro no 21-# aeHb Nocne KoHTaKTa ¢ 60/1bHbIM), YTO HELIENeco-
06pa3Ho /19 NPEeKpaLLeHns pacnpocTpaHeHUs MHOEKLMN.

Cepbe3Hyto 03a604EHHOCTb 3KCMEPTLI Bbipa3wuin B OTHOLLE-
HWUM HabnogaemMon TEHAEHLMN NOCTENEHHOMO YBENNYEHNUS 4O




B3pOC/bIX Cpean 3aboneBLIMX BETPSHOM ocrnon. Ocobyto TpeBory
Bbl3bIBAET OMACHOCTb 3apaKEHUS1 BETPSIHOM OCMov BO BPeMs
6EPEMEHHOCTH, YTO MOXET NPUBOANTb K BOSHUKHOBEHMIO CUHA-
poMa BPOXAEHHOM BETPSIHOM OCMbl, KOTOPbIN ABNAETCA Cnea-
CTBMEM WMHOEKLMKN, NepeHeceHHON BO Bpemsi 6epeMeHHOCTH,
M XapaKTepu3yeTcs rMnoniasven KOHEe4YHOCTeW, rmMnotpoduen,
MUKpouedanven u OpyruMu HEBPOTOrMYECKUMU HapyLLUeHW-
AMU Yy HOBOpOXAeHHOro [5, 6]. Mpu MHDUUMPOBAHUKU BUPY-
com Varicella zoster mexxay 13- 1 20-1 Hefy 6epeMEHHOCTU PUCK
BPOXAEHHOM BETPSHOM OCMbl cocTaBNsAeT 2%. TakKe CylecTBy-
0T PUCKM MEPTBOPOKAEHWMS, CNIOHTAaHHOro abopTa U Npexxaespe-
MEHHbIX POAOB. Y HOBOPOXIAEHHbIX C BPOXAEHHOW BETPSHKOM
MOBbILEH PUCK PaHHEN peaKkTUBaLMKU BUpyca (OMOSiChiBAOLLMIA
repnec) [7, 8]. HeoHaTanbHas BeTpsiHas ocna rnopaaeT HOBO-
POXAEHHbIX NPU MHOULMPOBAHMM MaTEPU Ha MO3AHUX CPOKax
6epeMeHHoCTH (3a 14 aHew o poaoB). 3aboneBaHUe NpoTeKaeT
0COBEHHO TsKeno, ecnv matb Obina MHOULMPOBaHA B TeYEHUe
5 aHew nepen podamu. B Takom crydae 3allMTHble aHTUTena
He ycrneBaloT chOpMUPOBATLCS U 3aLUMUTUTL M10A TPaHCcHIaLeH-
TapHO, NPV 3TOM YPOBEHb NIeTanbHOCTN MOXeT aocturatb 30%
[7]. UHdeKUMa pns pOXKEHMLbI OracHa BbICOKUM PUCKOM OCITIO-
HEHWN, B Y4aCTHOCTU MHEBMOHUW U BO3MOXKHbLIM CleACTBUEM
NneTanbHOro uexoaa.

BeaylwiMm OCNnoXHEHVWEM BETPSHOW OcChbl Yy AeTein SBNSIoT-
cs GaKTepuanbHasi KoXHasi MHOEKUMS, OCTPbIM CPEAHWUM OTuT,
a TaKkKe NHEeBMOHUSI U GPOHXMT, NopaxeHWe HEPBHOM CUCTEMBI.
Y B3poC/bIX BEAYLLMMU OCNOKHEHUSMU BETPSHOM OCMbl ABASIOTCS
TaKKe GaKTepuanbHas CynepuHOEKLMS KOXM U pPecrnvpaTopHble
OCNOXHEHWS.

TsKenoe TedeHWe BETPSHaa ocna nNpuobpeTaeT y NaunMeHToB
C XpPOHMYEeCKMMM 3aboneBaHusMW. Hambonee BbICOKylO onac-
HOCTb BETpsiHas ocna NpeacTaBnser Anf AeTen, CTpajaloLlimx
OHKOJ/IOrMYeCKNMU 3a601eBaHUSIMU, B TOM YWCIe PaKOM OpraHoB
KpoBeTBOpeHHs, BUY-MHOULMPOBAHHbLIX NaLMEHTOB, Cpean KOTo-
pbIX NIETANbHOCTb OT BETPSHOW OCMbl MOXeET fgocturatb 7-10%
[9]. UIMMyHHBIN OTBET Yy TaKWX MaLWEHTOB HapylweH He TONbKO
BC/NeACTBME OCHOBHOro 3ab0feBaHus, HO TaKKe M3-3a MpoBO-
anmvon Tepanuu. Cpean HUX 60MbHbIE, NOAyYatOLME LIUTOCTATUKM,
MMMYHOCYNpeccHBHbIE NpenapaTbl 40/nocne Nnepecanki OpraHos,
BbICOKME A03bl CUCTEMHbIX MIOKOKOPTUKOCTeponaos [10-12].
KnnHnyeckas cumnTomMatika UMHOEKUMU Y MMMYHOKOMMPOMETH-
POBaHHbIX GO/bHbIX CXOXa C MaHWGMECTHbIMU MNPOSBIEHUSAMU
BETPSHOW OCMbl Y UCXOAHO 3[0POBbIX JIUL, OAHAKO ee TeyeHue
UMEET Psifi 0COBEHHOCTEN: MHKYOALMOHHBIM Neprof KOpoye, NXo-
pajKa Bbllle, BbICbiMaHWs pacnpocTpaHsaoTcs 60n1ee MHTEHCUBHO
M 6bICTPO, anemeHTbl 6onee penbedHbl U 4acTo GopmMUpyoTCS
Ha NafOHHOW MOBEPXHOCTU KUCTW, MOAOWBaXx CTOMN, 3a)KuBne-
HWe BbICbINaHWM NPOTEeKaeT Aonblie, yanuHas auckomaopt [13].
OCNoXXHEHWUS BETPSIHOM OCMbl Pa3BMBAOTCS Y TaKMX NALMEHTOB
yalle, PUCK NeTanbHOro ucxoaa Bbille. MMEHHO NMO3ToMy KpanHe
BaXKHa cneuuduyeckas npodbunakTuka BETPSHOM OCMbl Y AaHHOM
KaTeropmmn 60/bHbIX. Mpr HEBO3MOXKHOCTM MPSAMON 3aLLMThl 3TUX
NaLWEeHTOB KpaiHe BaXKHbIM CTaHOBWTCS hopmuUpoBaHue nonyns-
LIMOHHOIO UMMYHUTETa, 4TO HEBO3MOXHO 6€3 PyTUHHOM N1aHOBOM
BaKLMHaLMW.

B xoge ob6cyaeHus 6blna 3aTpoHyTa npobiemMa onosiChbl-
Balollero repneca — 3aboneBaHus, ABNSAIOWErocs CrneacTBU-
eM peaKTMBaLMW MepeHeceHHoW paHee WMHOEKLIMKU, Bbi3BAHHOM
BuUpycom Varicella zoster, T.e. BeTpsHOM ocrbl. PUCK onosicbiBa-
loLLero reprieca B TeYEHUE XMU3HU Y MHOULMPOBAHHbBIX SIUL, OLle-
HuBaetcs B 10—-30% C exerofHolM KOMYECTBOM ciyvyaeB 3,6—
14,2 Ha 1000 4YenoseK B rog [14, 15]. OnosicbiBatoLLMit reprnec
ABNAETCA XPOHWYECKUM U MHBANUAM3IUPYIOWMM 3ab0neBaHUEM,
CUMMTOMbl KOTOPOrO MOTYT MEPCUCTMPOBATb B TEYEHWE MHO-
rMX MecsiueB, M TPyAHO nopaaetcs nedvenuto [16, 17]. Takue
OCNOXHEHMS OMOSICHIBAIOLLErO repreca, Kak noctrepnetMyeckas
HeBpanrus, peructpupytotes B 13—-26% cnyyaeB, U B 6OJbLUMH-
CTBE CBOEM Yy nauueHToB B Bo3pacte 70 net v crapwe [15, 18].
octrepneTMyeckas HEBPaNTUS MOXET LUTENIbHO COXPaHATbCS,
OKasblBasi HEraTMBHOE BJIMSIHWE HA Ka4yeCTBO YKM3HW GOIbHOTO.

0OpHaKo, y Hac B CTpaHe anuaemMunosorus onosicbiBatoLLero repneca
He WU3yyeHa, T.K. He NPeayCMOTPEH CTAaTUCTUYECKWMI YYeT JaHHOM
HO30/10r UK.

MpumeHsiemble B HacTosilLee BPeMS BaKLMHbI MPOTUB BETPS-
HOW ocnbl 6binn pa3paboTtaHbl B cepeanHe 70-x rogosB XX B.,
MCNoNb30BaNNCb B OTAENbHbIX CTpaHax ¢ cepeauHbl 80-X rofos,
a ¢ Havana 90-x Hayanu NPUMEHSATbCA B PYTUHHbLIX MpOrpam-
Max MMMYyHM3aUuW Begywwmx ctpaH mMupa [13]. HakonneHHble
3a 370 BpeMs pe3y/nbTaThl UCClefoBaHU NO3BONWAN NOATBEPAUTD
6e30MacHOCTb U APPEKTUBHOCTb BaKLMHONPODUNAKTUKM MNPO-
TUB BETPSIHOM ocrbl. Hanbonee npofo/IKUTENbHbIV U MO3UTUBHBIN
ONbIT BHEAPEHWS YHWBEPCANIbHOM MaCcCOBOW BaKUMHaLMK npef-
ctaBneH ¢ 1995 r. B CLUA [13]. Mpu aTOM Hanbonbliero apdexta
B BMAE BAWSHWUSA Ha YPOBEHb CMEPTHOCTU, roCnUTanM3aLmMm, nomny-
NAUMOHHBIA UMMYHWUTET yaanocb A0OWUTLCS TONMbKO C BHEAPEHWEM
[1ByX030BOW CXeMbl UMMyHM3aLmK [13, 16, 19].

BHuMaHMiO 3KcnepToB 6bin NPefcTaBieH MeXAyHapOLHbIV
OMbIT psfa CTpaH Mo MaccoBOMY MCMO/b30BaHWIO BaKLMHALMK
NPOTMB BETPSHOM OcCnbl. B pasHbix CTpaHax no-CBOeMy peluaeTcs
BOMPOC BHEAPEHUS MPUBMBOK MPOTUB BETPSHOM OCMbl B HaLu-
OHallbHble MporpaMMbl UMMYHU3ALMK KaK B OTHOLIEHWWU KOMU-
yecTBa [03, BO3pacTa Hayana MMMyHU3auuK, TaK U MHTepBana
Mexay BBEAEHUSIMU. B peKomMeHaaumuax HagHaLUMoHanbHbIX/MeX-
[lyHapOHbIX OpraHu3aLmnii HacTosTENbHO MOAYEPKMBAIOTCS MNpe-
UMyLLecTBa ABYXA030BOKM CxeMbl BaKLMHauuu [1, 19]. Mo agaHHbIM
MeTaaHanu3a, 3ab60/1eBaeMOCTb «MPOPbIBHOW» BETPSAHOM OCMOM
nocne BBEAEHUS B MACCOBYIO MPaKTUKY NEPBOM 403bl BaKLMHbI
coctaBnana 8,5 cnydaeB Ha 1000 naumeHTo-net (95% nosepu-
TenbHbIM MHTepBan, AN, 5,3-13,7). lNpv BHeapeHUN ABYXA030BOWM
CXeMbl BaKLUMHaLUMK ObIN0 OTMEYEHO 3HAYMMOE CHUXKEHWE 3a60-
neBaemoctn o 2,2 cnydaeB Ha 1000 naumeHto-net (95% AN
0,5-9,3). HbIMKM cnoBamu, UMMYHHbBIN OTBET, GOPMHUPYIOLLMIACS
npU UCNOb30BaHWK BYXA030BON CXEMbI, COOTBETCTBYET NPUMEP-
HO TaKOBOMY, OTMEYEHHOMY MOC/e NepPeHECEeHHON eCTeCTBEHHOM
MHbEKUMK. BbiNno 0TMEYEHO, YTO MHTEPBAN NPOAOIKUTENIbHOCTLIO
3 Mec mMexay BBefeHueM 03 obecreynBaeT Hanbonee BbICOKUM
UMMYHHbIN OTBET [20—22].

B Hallel cTpaHe BaKLUMHaLMS MPOTUMB BETPSIHOW OCMbl MPOBO-
OUTCS B paMKax HaLMOHaNbHOro KaneHaaps NpoduaakTU4ecKux
NPUBMBOK NO 3MMAEMUYECKMM MOKa3aHWAM, MO3TOMY OXBaT Npwu-
BMBKaMMW OCTaeTCs KpalHe He3HauuTeNbHbIM, YTO He OKa3blBa-
€T 3Ha4YMMOro BAWSHWUA Ha 3MUAEMMYECKMW NpoLEecc, Mo3Tomy
B Lie/IOM MO CTpaHe NPOoAo/MKaeT HabmoaaTbCs TEHAEHLMS pocTa
noKasarenen 3ab601eBaemMoCTV JaHHOW MHDEKLMEN.

Han6onee macwrabHbIM ONbIT BaKLMHONPODUNAKTUKK BETPS-
HOW ocrbl nony4yeH B Mockse, rae ¢ 2013 r. BaKUMHALMS NPOTUB
[laHHON HO30/10rMN BBEJieHa B PerMoHanbHbIiM KaneHaapb nNpodu-
NaKTMYECKUX NPUBMBOK A AeTEN B BO3pacTe 3 NeT nepes nocrty-
NJeHWEM B [IETCKOe [OLKONbHOE yypexaeHune. Ha Havano 2018 r.
B MockBe npuBuTO 26% Aeteint 3—6 net (125790 13 481585 petei
yKasaHHOro BO3pacTa), Toraa Kak B uenoMm no Poccun — 5%.
Yucno 3aboneBaHU BETPSAHOWM OCMOM BO3PACTHOM KOropThbl
3-6 Nner ¢ MOMeHTa BaKUMHALUMU CHU3WNOCb Ha 28% —
¢ 7057,9 cnyyaeB Ha 100 Tbic. Hacenenwns B 2013 . go
5105,5 B 2018. O6waa 3ab60neBaeMoCTb BETPSHOM OCMOK
B MockBe B 2018 . cH13unacb no cpaBHeHuto ¢ 2017 1. Ha 7,8% —
¢ 44786 cnyyaes Ha 100 Tbic. HaceneHus go 41243 [23].

3HayeHWe NoaaepKaHWs BbICOKOro 0XBaTa NPUBUMBKaMu Npo-
TUB BETPSHOM OCMbl AN1A AOCTUMKEHUS 3addeKTa 0COBEHHO OTHET-
SIMBO NpOsiBUNOCH Ha npumepe CBepanoBcKkon obnactu. ocne
[OCTUrHYTbIX YCMEXOB PEerMoHanbHOM Mporpammbl UMMYHU3ALMK,
nposoaMmon B 2010-2014 rr., B pe3ynbTaTe CHUXEHWUs oxBaTa
BaKLUMHaALMEN MPOTMB BETPSHOM OCMbl 3@ NOCNEAHUE HECKOJb-
KO neT Habngaetcs Bblpa)KEHHbIM Mogbem 3a601eBaeMOoCTy.
Mo paHHbIM PocnoTpebHaalopa CeepanoBcKon ob6nacTum, 3abone-
BaeMoCTb BeTpsiHoM ocnor B 2018 . Brnepsble 3a 30 NeT NpeBbI-
cuna nokazatenb 1000 cnydaeB Ha 100 Tbic. HaceneHus u cocTa-
Buna 1018,4 [24].

Mpun pelleHnn Bonpoca 0 BHEAPEHUM NMPOrpamMMbl BaKLMHO-
NpPodUNaKTUKKM NPOTUB BETPSHOM OCMbl BaXHO Y4UTbIBATL 3nue-



MUWYECKYIO CUTYaLIMIO B PErMOHE, COLMalbHYI0 U SKOHOMUYECKYIO
3Ha4YMMOCTb MHOEKLMM Ana obLecTBa, HaaMume U AOCTYyNHOCTb
cpeacts cneunduyeckon npodunakTuki. O60CHOBaHMEM BECO-
MOW 3HAYMMOCTV BK/IOYEHMSI UMMYHM3ALMU NPOTUB BETPSHOM
ocnbl B lNpunoxeHve 1 HauWMoOHaNbHOrO Kanengaps npodunak-
TUYECKMX MPUBMBOK CnefyeT Mpu3HaTb XapaKTepHble 0CO6eH-
HOCTM BETPSIHOM OCMbl: HEAPPEKTUBHOCTb M30MALIMM UCTOYHUKOB
MHOEKLMN; HEBO3MOXHOCTb KOHTPOAMPOBATb MyTU nepeaayu
MPU BbICOKOW KOHTarMo3HOCTU MHOEKLIMK; BbICOKas 3aboneBae-
MocTb (> 1000 Ha 100000 HaceneHus); BbICOKUIM PUCK TSXENOro
M OCNOXHEHHOTo TeYeHUs MHPEKLMK, ycyrybnsiemblx «MmoB3poc-
NeHneM» BETPSIHOM OCbl; ornpeaeneHHbI YPOBEHb NIETaNbHOCTH;
Hann4yne BPOXAEHHOM M HeoHaTaNlbHOW BETPSIHOM OCMbl; Manas
3dEKTMBHOCTb M OrPaHWYEHHOCTb Tepanuu; BbICOKOE paHro-
BO€ MECTO 3KOHOMMYECKOrO yliep6a cpean BCex MHOEKLMOHHbBIX
3a60neBaHun.

B pamKax 3aceaaHust @opyma aKcnepTbl pacCMOTpeNn BONpoc
BblGOpa OCHOBHOWM CTpaTerMn BaKUMHOMPODUNAKTUKM BETPSIHOM
ocrbl Ha Tepputopun Poccuu, KoTopas MOXET BKIoYaTb crneay-
foLLMe NOAXOAbl: CENEKTUBHbBIN, MOCTIKCMO3ULIMOHHBIN U YHUBEP-
calbHblN. Ba)KHbIM acneKkToM ABAseTCS BbI6OP CXeMbl UMMYHM3a-
UMM — OHOA030Bas UK ABYyxA030Bast. B cnydae npeanoyteHus
QBYX1030BON CXEMbl Ba)XHO BblGpaTb OMTUMalbHbIA MHTEPBAN
Mexay BBeEHMEM NepBOV ¥ BTOPOM 403 BaKLMHbI.

CeneKTUBHbIM NOAXOA BKIOYAET UMMYHU3ALMIO UL, M3 rpymn
pUCKa MO COCTOSHWIO 3[0POBbS MU NPOdECCUMOHANBHON NPUHAA-
NEXHOCTU U NpefycMaTpuBaeT UHAMBUAYANbHYIO 3aLUMTY, He BNUSS
Ha 3MMAEMMUONOTMYECKYIO CUTYaLMIO.

B cootBetctBUM ¢ yTBepKAeHHbIMKM CI1 3.3525-18 «[lpo-
dunaKkTMKa BETPSHOM OCMbl M OMOSCHIBAIOLWLEro nas» K Katero-
PUSIM BbICOKOTO PUCKa TAXKENOr0 U OCNIOXHEHHOMO TEHEHNS BETPS-
HOWM OCMbl OTHOCATCS He 60NEBLLME U HE MPUBUTLIE ABYKPATHO [4]:
® JMUa, CTpajalolme TaKENbIMU XPOHUYECKMMI 3ab0neBaHus-

MW NIErKUX, CEPAEYHO-COCYANCTON CUCTEMbI, METABONNYECKH-

MW, 3HAOKPWHHBLIMKU PACCTPOWCTBAMM, HEPBHO-MbILLEYHBLIMK

paccTporcTBaMm, MyKOBUCLMA030M;
®  BO/bHbIE OCTPLIM IENKO30M;

° uua, nonyyaroume UMMYHOAENPECCAHTbI;

° uua, ANWUTENbHO MNOAYyYaloLMe CUCTEMHbIE IOKOKOPTUKO-
cTepounsbl;

® uLa, KOTOPbIM NAaHUPYETCS MPOBOAMTD JIYHEBYIO TEPANUIO;

®  MaUMWeHTbl, KOTOPbIM NIaHUPYETCS NPOBECTU TPAHCMIAHTaLMIO.

MMMYHM3aLMS TaKkuX NWL, JO/MKHA BbIMNOMHATLCA MPU OTCYT-
CTBMM CUMMTOMOB, YKa3blBaloOWMX Ha HEAOCTAaTOYHOCTb KIIETOYHO-
r0 UMMYHUTETA, M C YHETOM MOJTHOM remMaTonorMyecKon pemMmmuccum
NP1 YpOBHE NMMPOLMTOB He MeHee 1200/Mm3. Mpu Heobxoau-
MOCTV BaKLUMHaUMKM B OCTPOM dase fneikosa Tepanuio cnegyet
OTMEHWTb Ha HefeNto A0 M Heaento nocne NPUBMBKKM. BakuuHaums
NIULL, KOTOPbIM NPEeACTOUT TPaHCNAaHTaLus opraHoB, NPOBOAMUTCS
3a MecsiL, 10 Havana Tepanuu UMMyHoLEeNpPeccaHTamu.

K rpynnam pucka no npodeccroHanbHbIM MU COLManbHbIM
daKTopam OTHOCATCS:
® MaUMeHTbl M BOCMUTAHHWKM YYPEXAEHWN CTaLMOHAPHOro

COLManbHOro 06CNYKMBAHUA C KPYIOCYTOYHbIM MPebbiBaHK-

eMm (aoma pebeHKa, AeTCKME JoMa, MHTEPHATbI);
®  KEHWMHbI, NnaHupylolwme GepemMeHHOCTb (HE MeHee 4yem

3a 3 Mec);
®  PWU3bIBHUKMK;
®  MeOULIMHCKKI nepcoHan;
® nepcoHan o6pasoBaTefibHbIX OpraHu3auuin U opraHu3auumn

CTaLMOHAPHOr0 COLMaNbHOr0 06CNY)XMBaHUS, Npexae BCEro

C KPYrNOCYTO4HbIM NPebblBaHUEM 0BCNYKUBAEMbIX JIULL.

[10CTaKCNO3MNLUMOHHAA NPOdUIaKTUKa, NPOBOAMMAs B oyare
MHOEKLUMM, NO3BONMUT JOOBUTLCH OMEepPaTUBHOrO KOHTPONS BCMbl-
LeYyHov 3a601eBaemMoCTu. B TakoM cinyvae BaKLMHALIMS PEKOMEH-
[OBaHa rpynnam Aeten 1 B3poc/bIX BbICOKOTO pUcKa 3a60neBaHus
BETPSHOM OCMOW, He 6ONEBLUMM, HE MPUBUTLIM PaHEe UK He NoJy-
YUBLUMM 3aBEPLUEHHBbIM KypC BaKLMHALMKW, KOHTAKTMPOBaBLIMM
€ 60/1IbHbIMU BETPSIHOM OCMOWM MW OMOSCHIBAIOLLMM NULLEEM B nep-
Bble 72—96 4 noc/e BeposTHOro KOHTaKTa.

HepoctaTKOM CENneKTMBHOM M MOCTIKCMO3ULIMOHHOM CTpa-
Ternn BakLMHOMPODUNAKTUKM BETPSIHOM OCMbl ABASIETCS OTCYTCTBUE
BAMSIHWS Ha 06LLyl0 3a60/1€BaeMOCTb M KOMNMEKTUBHbIA UMMYHHWTET,
4TO B CBOIO 04epeab HE CMOXET CMOCOOGCTBOBATL CHUKEHMIO IKOHO-
MWYECKOro GpEMEHM JaHHOK YrpaBisieMon MHOEKLUH.

YHuBepcanbHasi MaccoBas BaKLUMHauuA npu3BaHa obec-
NeYynTb MaKCUManbHO 3PPEKTUBHOE BO3AENCTBME HA OBLLMI Ypo-
BEHb 3a60/1€BAEMOCTHN BETPSIHOM OCMOM NMPKU YCNOBUM JOCTUKEHUS
oxBaTta 86-91% Bcex BOCMPUUMYMBLIX [ETEM Ha BTOPOM oAy
M3HM (MOPOroBoe 3HavyeHWe [And Pas3BUTUS MOMYASLMOHHOIO
MMMyHUTETa). 3HaYMMOe BIMSIHUE OKa3blBalOT U KOIMYECTBO BBO-
AMMbIX 403 (0AHOA030Bas, ABYXA030Bas), U UHTEPBAN MEXAY 103a-
MU (KOPOTKUK, CTaHAAPTHBIN U YANIUHEHHDIW).

HecmoTpsi Ha aPDEKTUBHOCTb BaKLIMHbI, C HEOO/bLLIOK YacTo-
TOW BO3HWKAIOT C/ly4an «MPOPbIBHOM» BETPSHOM OCMbl: MO AaH-
HbIM pa3HbIX uccnegoBatenen, ot 8 0o 32% nocne 0HOA030BOM
n 4% nocne 4BYxA030BOW BaKUMHaumu. B meTaaHannse 3abone-
BaeMOCTb «MPOPbIBHOW» BETPSHOM OCMOW nocne BeeaeHns 1 ao3bl
BaKLWMHbI A1 NPODUNaKTUKKM BETPSHOM OCnbl cocTaBnsna 8,5 cny-
yaeB Ha 1000 naumeHTo-net (95% AN 5,3-13,7), npu nposeae-
HWM ABYXO030BOW BaKLUMHALUMK GblI0 OTMEYEHO 3HAYMMOE CHM-
eHue 3abonesaemocTu 1o 2,2 cnydaes Ha 1000 nauueHTo-net
(95% 4N 0,5-9,3). 3T1 nccnefoBaHWs NOKa3blBalOT, YTO BBEAEHUE
O[JHOW A03bl BaKLMHbI ANs NPOGUNaKTUKU BETPSHOM OCMbl MOXKET
Bbl3BaTb BbICOKWIM HavasbHbI UMMYHHbIA OTBET, KOTOPbLIN 3aTem
MOXET CHWXaTbcsi. C Apyror CTOPOHbI, UMMYHHbIM OTBET nocne
BBeAeHWs 2 403 3HA4YMMO BbILLE, U €r0 BENWYMHA MPUMEPHO COOT-
BETCTBYET TAKOBOM, OTMEYEHHOW NOCNe NepeHeCceHHON eCTeCTBEH-
HOM MHQEKLMM M, NO JaHHbIM Hay4HOro o630pa, obecrneymBaeTt
OTCYTCTBME CNy4aeB BETPSHOM OCMbl Ha MPOTSHEHUN KaK MUHUMYM
14 net [25-27]. KpaTkui WHTEpBan npv ABYXA030BOW CXxeme
BaKLUMHaLMKW AaeT 0AHO3HAYHO 60see BbICOKUIA MMMYHHbIN OTBET
M0 CPaBHEHWIO C AIUTENBHON cxeMow [22, 28, 29].

Ha 3acepaHun 3KcnepToB 06CYyxAancsd BOMpPOC O BO3-
MOMHOW CBSI3W MEXAy BaKUuHaLWeh MpoTUB BETPSHOW OCMbl
1 3a6071eBaeMOCTbI0 OMosiChbiBaOLWMM reprecoM. Takoe npepano-
NIOXEHWe BbICKa3blBaETCS, TakK Kak 0TMe4vaeTcs pocT 3abonesa-
€MOCTM OMosICbIBAlOWMM reprnecoM Ha TeppUTOPUMN OTAENbHbIX
CTpaH, B KOTOPbIX NPOBOAMUTCA BaKLMHALMS MPOTUB BETPSHOM
ocnbl. OfHaKo nonynsauuoHHble uccnepgosanns B CLUA npoge-
MOHCTPMPOBau pocT 3a6oneBaemMocTu yxke ¢ 1950-x rogos, T.€.
[0 NMPUMEHEHUS BaKLUMH MPOTUB BETPSHOW ocrbl. Kpome Toro,
paccMaTpuBaloT Takue NPUYMHbl yBENNYeHns 3a601eBaeMOoCTH
onosicbiBatowmm repnecom [30], Kak CTapeHne HaceneHus, yayu-
LIeHNe AMArHOCTMKM M POCT YWcCna MMMYHOKOMMPOMETUPOBaH-
HbIX MaUXeHTOB. Psaom muccnegoBaTenem, HanpoTUB, Aaxe Npw-
BOAATCH AOKa3aTeNbCTBa O MNOTEHLMANbHO 3aLMTHOM AENCTBUM
BaKUMHaLMKW NPOTUB BETPSIHOM OCMbl B OTHOLLEHWM OMOSIChbIBato-
wero repneca [31-33].

B xoae o06¢yaeHns aKenepTbl eAMHOAYLLHO MPU3HANW Ha3peB-
Wytl0 HeobX0AMMOCTb BHEAPEHWUS cneundUyecKon MMMYHOMNpPO-
OUNAKTUKM BETPSHOM OCMbl B HaLMOHa/bHbIM KaneHaapb Npo-
dUNaKTU4eCcKMx NpuBMBOK. OAHUM M3 BO3MOXHbIX BapuaHTOB
BK/IIOYEHMs Oblna Mpu3HaHa Ccxema [BYX4030BOro BBeAeHUs
BaKLWMHbl MPOTUB BETPSHOW OCMbl B Bo3pacte 1 roga v 6 net.
daKTopoM, 3aTpyaHSAIOLWMM TaKow Moaxod, fBAseTcs Heobxoau-
MOCTb TPEX MHBEKLIMI MPK OTCYTCTBUMU KOMBUHUPOBAHHbIX BAKLIMH.
MMEHHO NO3TOMY KpanHe BaKHO OXKMAaTb NULEH3UPOBAHUS OTe-
4eCTBEHHOW TPEXKOMMOHEHTHON BUPYCHOW BaKLIMHbI MPOTUB KOPH,
KPacHyX1 W 3NMAEMMYECKOro NapoTuTa, KIMHUYECKOE UccneaoBa-
HME KOTOPOM 3aKOHYEHO, a TaKKe HanaxmMBaHWe MPOM3BOACTBA
Ha TeppuTopun Poccuitckon depepaumnn (PP) BaKUMHbI NPOTMB
BETPSIHOM OCMbl B [OCTAaTOYHOM KONMMYECTBE ANS AOCTUMKEHMS
BbICOKOro OXBaTa NpuMBUBKaMM.

B pamKax ®opyma aKcnepTamu cornacoBaHbl OCHOBHble MOA-
Xodbl K NMPODUNAKTUKE BETPSHOM OCMbl Ha TeppuTopun PO ang
BHECEHUS npeanoxeHuni B M3 PO.

1. [ns ycrnewHoro AOCTWMXKEeHUs Lenen ykasoB [lpesuaeHTta

Poccuiickon denepaumm 1 pelleHus 3agad HauLMoHanbHbIX

NPOEKTOB «3apaBooxpaHeHuer 1 «lemorpadus», «decatnnetne
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[IEeTCTBa», a TaKXKe B pamKax peanusaumu crpaterun Ammy-
HonpodunaKkTMKa» HeoBX0AMMO BHEAPWUTb YHWBEPCabHYO
BaKLMHALIMIO MPOTUB BETPSIHOW OCMbl B HALMOHANbHbIV KaneH-
[lapb NPodUIaKTUYECKMX NPUBUBOK, YTO 060CHOBAHO 3nuae-
MUWYECKMMU U S3KOHOMUYECKMMU DaKTOPaMMU.

2. Heob6xoaumMo peKomeHAoBaTb BHEAPEHWE BaKUMHALMK Mpo-
TMB BETPSHOM OCMbl MO ABYXAO30BOM CXEME C BBEAEHWEM
BaKLMHbI B 12 MeC 1 6 NIET, pryem Heob6xo4MMO 0XBaTUTbL 06e
KOropTbl C MOMEHTa BHEAPEHUS.

3. Cnepyet cTpeMuTbCs K OXBaTy NpuBMBKamu He MeHee 85%
COOTBETCTBYIOLLErO HAaCeNEHUS.
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YBAJKAEMBIE YNTATEIN!

NsparenbctBo «Ilegmatpb»  BBIYyCcTHMIIO
TpeTbio KHUTY cepun « OCHOBBI IMMYHOJIO-
TUU» — Y4eOHO-MeTOIYecKoe mocobue s
CTYE€HTOB-CTOMATO/IOrOB «OCHOBBI MMMY-
HO/IOTMH JI/Is1 CTOMATO/IOTOB» 10T peflaKI /-
enn JI.B. Iamkosckoin, JI.C. Hama3soBoii-

bapanosoii, M.A. CTeHNHOIL.

B nepsom pasgene

OCHOBbI MMMYHONOT MM

NS CTOMATONOIOB

YYEBHOE NOCOGME ANA CTYAEHTOB ME[IWUWHCKWX BY30B

Mop penakumen
I.B. Fankoeckoi, J1.C. Hama3osoi-bapaxoBoi, M.A. CTeHuHO#

Mocksa
Meanarpb
2019

Tpetun pasgen

OCBeLLaloTCs OCHOBbI 06LLEN NMMYHONOTMN: CTPYK-
Typa MMMYHHOW CUCTEMbI U 06LLIME 3aKOHOMEPHOCTM
ee yHKUMOHMPOBaHWA. [aHa xapakTepucTuka
OCHOBHbIX MEXaHN3MOB BPOX/AEHHOr0 11 afanTUBHO-
ro ummynuteta. OTAeNbHble rNaBbl MOCBSLLEHbI
XapaKkTepuCTVKe KNETOK WUMMYHHOM CUCTEMbI, MPOo-
ueccam amddepeHunpoBkM T- 1 B-numdoumTos,
CTRYKTYPE U PYHKUMAM aHTUTEN, CUCTEME LIMTOKM-
HoB. PaccmaTpumBatoTcst CTpoeHme 1 oyHKUMK rnaB-
HOro KOMMeKca rmcToCoOBMECTUMOCTM YeoBeka.

Bo BTOpOM paspgene

O3HaKOMUT YuTaTenemn c NPOABNEHNAMIN HaPYLLIEHNIA
NMMYHHOW CUCTEMbI MPU MEPBUYHBIX Y BTOPUYHBIX
nMMyHooeduumMTax, anneprm4eckx 1 ayToMMMyH-
HbIX ©onesHsx. B nocobuu npuvBeneH nepeveHb
BOMPOCOB A1 CAMOKOHTPOSA.

MpennoxeHHas CTPYKTypa nocobus NMoMOXeT CTy-
[eHTaM BbleVTb MPUHLMNMANbHbIE acnekTbl U3y-
4YaeMblX MPOLECCOB, OPraHM3oBaTb M KOHKPETU3N-
poBaTb U3y4YeHue OMCUUNNHDI.

PaHee BbInyLLleHHbIe
KHUMU cepuu

N3y4alTCst 0OCOOEHHOCTU OTBETA MMMYHHOW CUCTE-
Mbl Ha MWKPOBWOTY POTOBOM nonocTu. [MNpoBeneH
aHanM3 UMMyHoMNaToreHe3a XPOHWYECKMX BOCMnanu-
TeNbHbIX MPOLIECCOB B MAPOMOHTE, & TaKkKe OCIOX-
HEHW BHE POTOBOV MOMOCTH, BbI3bIBAEMbIX 0OUTAIO-
LMW B Hel BakTepusMu.

Mo Bonpocam NpmMobpeTeHUS MOXHO obpaLlaTbes
B U3garenbcTBo «[leguaTtpb»

E-mail: sales@spr-journal.ru, Ten.: +7 (916) 650-01-27.
Bunbema CaaksH

OcHOBbI DOLIGH MMMYHONOTHK OcHOBbI KNWHUYECKON
WMMYHONOTWHA W aNNepronorMKM
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lNMpepnaraem Bawemy
BHMMaHUIO HOBUHKU usaarenbcTBa «legnartpb»

Cepusa «bone3Hu petckoro Bo3pacTta oT A ao f1». OcHoBaHa B 2012 roay.

P ? KPANWBHWLIA Y OETEN
‘Bai;;ﬁu‘ L Nop penakumeii: A.A. baparosa, J1.C. Hamasosoii-BapatoBoit
::;’l‘,g':‘:nr: B pyKOBOACTBE MPEACTABAEHbI AKTYaNM3MPOBAHHbIE PEKOMEHZALMA MO OKA3AHWI0 MEAULMHCKOM MOMOLLM AETAM C

KpanueHuLeir. MpuBeaeHbl 3NUAEMUONOrMYECKNE [aHHble, NOAPOGHO PAcCMOTPEHbl OCOGEHHOCTM 3TUONOTUM U
naroreHesa. OcBeLLAI0TCS BapUAHTLI Te4eHNUS 60M1E3HN 1 NATONI0MMYECKIUX COCTOSHUIA, COMPOBOXAAIOLLUXCA PA3BUTUEM

1y

TETTETT BONAbIPEN W/WNU aHTWOOTEKOB, @ TaKXe 3Tanbl AUMMepeHUnanbsHO-AMAarHOCTUYECKOr0 noucka. [Ong nauueHTos

[leTCKOro BO3pacta npuBeeHbl OCHOBAHHbIE HA [0Ka3aTeslbHOW 6a3e PeKOMEHAALMW M0 NeYEHW0 U CTyneHyaras

iy i cxema Tepanuu. [laHbl pekomeHZauuu no NPOBEAEHWIO aHanu3a 3(EKTUBHOCTU Tepanuum U OLEHKE CTeneHu
o AKTMBHOCTU 32601€BAHNA.

PYKOBOACTBO MpefjHa3Ha4eHO MNpPaKTUKYOWMM Bpayam-neguarpam, annepronaoram-uMMyHonoram, Aepmaronoram,
JETCKUM MH(DEeKLMOHMCTaM, PEBMATONOraM M CTYAeHTaM MeLNLNHCKIX OpraHn3aumii BbICLIEro NpotheccmoHanbHoro
06pa3oBaHus.

BPOHXWANbHASA ACTMA
Mop pepakuuen: A.A. bapaHoga, J1.C. Hama3ooii-bapaHosoit, P.M. Xantosa

boaesnu
AemcKoro B PYKOBOACTBE W3M0XEHbl MPUHUWNbI AWATHOCTUKW W NEeYeHnsa 6p0Hx14aan0171 aCTMbl Y ﬂeTEVI, npeacrasneHa
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L p
: ]
J Bopacma g CTPaTerus BeeHUs NauneHToB ¢ 0CTPON aCTMON, KOPPEKLMs 6a3UCHON Tepanui B 3aBUCUMOCTM OT YPOBHS KOHTPONS
: ]
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L p
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mA“ﬂ GonesHn. PyKOBOACTBO OCHOBAHO Ha COBPEMEHHbIX MEXMIyHapoAHbIX W KIMHUYECKUX pekomeHmaumsx Cotosa

ol ol neanaTpoB Poccui, MOMHOCTLIO OTPaXKaeT TeKYLWE MOAXOAb! K AMArHOCTUKE 11 Tepanun GPOHXManbHOI acTMbl Y ETeil

COTMACcHO NPUHLMNAM [0Ka3aTenbHoM MeauLHbI.

i KHura npefHas3HavyeHa [ns Bpadyel annepronioros, neauaTpoB, MyNbMOHONOFOB M OPAMHATOPOB, 0GYYatOLLMXCS MO
= CMeLNanbHOCTI «NeanaTpus» U «anneproaoris i UMMYHONOrns».

NEPBAA NMOMOLLb AETSAM.
CoBertbl ANA TeX, KT0 Xo4eT noMoYb, Korga peﬁeHKv nnoxo
NEPBAS Mop pepakumeii: A.A. baparosa, J1.C. Hama3osoii-bapaHoBoii

MOMOLLb ; _
OETAM B paHHoi 6polutope onucaHbl cnocobbl 0KasaHUA NepBoi MOMOLLM AETAM MPU HEOTIOXKHbIX COCTOAHMAX, TAKNX KakK

oo o MOTeps CO3HAHMS, OCTAHOBKA [bIXaHUs 1 KDOBOOOPALLIEHUS, KPOBOTEYEHUS, TPABMbI, 0XKOTM, OTPABNEHNA 1 [p.

s ey e 113gaHue paccymTaHo Ha LWNPOKWUIA KPYr yuTaTeneil n 6yaeT nonesHo He TONbKO MeJULMHCKUM paBoTHIUKaM, nejaroram
1 POANTENSAM, HO 1 MOAPOCTKAM C aKTUBHOW XKU3HEHHON No3uumeil. OHO NO3BONUT pacLUMPUTL KPYro3op B 06nactu

0KazaHus NepBoi NOMOLLM NOCTPafaBLLIEMy U HEOOXOAMMbIX LeACTBUI B KOHKPETHOW CNOXmMBLUeAcs cutyaunn. Mol

0YeHb HaZeemcs, 4YTO, U3Y4MB HaALLy KHUTY W CTaB ClyvyalHbIM CBMAETENEM 3KCTPEHHOW CUTyauuu, U Bbl CBOUMM

JENCTBNAMU cnaceTe XM3Hb KAKOMY-TO KOHKPETHOMY Ye/l0BEKY.
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