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CpoenauTe war K 3awuTe
OT MHEBMOKOKKOBOMN NMH(PEKLNN

eHay

BaKuHa nHeBMOKOKK0BA NAVICaXapUAHaS KOHBIOTMPOBaHHAA AfCOPGHPOBaHHAA, TPHHAALATUBANEHTHAA

EQVHCTBEHHaA MHEBMOKOKKOBAS
KOHBLIOrMPOBaHHasA BakLMHa AN AeTei
OT 2 MecsLIEB U B3POCIIbIX BCEX BO3pacToB*

*KpaTkaa MHCTPYKLMA NO NPUMEHeHWI0 eKapcTBeHHoro npenapata MPEBEHAP® 13
(BaKLVHa MHEBMOKOKKOBas MonmcaxapuHasa KOHbIOrMpoBaHHaA afcopbupoBaHHas, TPUHaALATBaNneHTHas)

JNIEKAPCTBEHHAS ©OPMA: CycrieH3wisl A BHYTPUMBILEUHOTO BBEAEHNA
Bakuva Mpesewap’ 13 npeactansier co6oii KancynApHbie MOMCaxapuabl 13 CepOTUNOB MHEBMOKOKKa: 1, 3, 4, 5, 6A, 68, 7F, 9V, 14,
18C, 19A, 19F 1 23F, MHAVBNAYaNbHO KOHBIOTUPOBAHHbIE C ANdTEPMiiHbIM Genkom CRM, , 1 aACOPBMPOBaHHbIE Ha aniommuHItA docdaTe.

OMUCAHUE: lomoreHHas cycneHsna 6enoro LigeTa.
NOKA3AHUA ANA NPUMEHEHUA

BKIoUan (B TOM uMCne MEHUHTWT, GaKTEpUEMMIo, CENncuc, TAXenble
n (BHEGO! 1 cpepHue oTuThl) GopMbI 3a6oneBaHWiA, Bbi3biBaEMbIX Streptococcus
pneumoniae cepotunos 1, 3,4, 5, 6A, 6B, 7F, 9V, 14, 18C, 19A, 19F 1 23F ¢ 2-X MECALIEB 13HM 11 Janee 6e3 OrpaHueHs o BO3PacTy:
- B pamMKax H TUUeCKIX

- Y AL TPy NOBbILEHHOTO PUCKA Pa3BITUA NHEBMOKOKKOBOI MHGpEKLM.

A B pamKax HecKix cornacHo
TaKXe uuam rpynn pucka no i c coc B T.u. BUY.
OHKOJIOTMYECKIMI 3a60NeBAHMAMM, NOYHAIOWMM UMMYHOCYTIPECCUBHYIO TEPAMHIO; C AHATOMIMYECKON/PYHKUMOHAbHOI acnneHneir;
cyc wm A Ha 3Ty nauneHTam c NoaTeKkaHnem ¢ i

cpokam, a

CXEMA BAKUWHALA:
Bospact Hauana Cxema
VHTepBanbi n 403MpoBKa
BaKUMHALMM | BaKUMHaLWK
3 po3bi ¢ He MeHee 4 Her Mexzy BeeaeHuAMM. Mepeyio

26 mec 3+1MAN2+1 | [03y MOXHO BBOAUTS C 2-X MeC. PeBaKLMHALVA OAHOKPATHO B 11-15 Mec. Maccosas uMMyHusauva petei:

2po3bic He meHee 8 Hel Mexay 81115 mec.
711 mec 21 2 03b1 C UHTEPBANOM He MeHee 4 Hepl Mexay Ha BTOpOM

roay KusHm
12-23 mec 1+1 2 [103bi C MHTEPBANIOM He MeHee 8 Hefl MeXAy BBeACHUAMM
2 ropa v cTapwe 1 0

AeTn, paHee BaKyMHpoBaHHbie MpeseHap”
npotve 7 HdeKLMM, HauaTan 7-BaneHTHOIl BakUMHOI MpeseHap’, MoxeT 6biTb NpofonxeHa MpeseHap”
13 Ha NIOGOM 3Tare CXeMbl UMMyHI3aLMA.

KUAKOCTH; C XPOHMHECKIMI 326ONEBAHIAMM NerkinX, CePARHHO-COCYAVICTON CUCTEMbI, MIedeH, MoK 1 CaxapHBIM AAGETOM; GOnbHbIM

i acTmoii; 1M BeTAM; nuam, A B opr. KONNeKTUBaX (AETCKVIE AOMA, MHTEPHaTBI,
apmeVicKite KONIEeKTHBbI); PEKOHBANECLeHTaM ochoro CPEAHEro OTITa, MeHUHrITa, nyacto peam;
BCeM IMLam cTaple 50 NeT; TaBakoKyPUIbLIVKaM.

NPOTMBOMOKA3AHUA
- MoBbILWeHHaA YyBCTBUTENBHOCTL Ha Mpe/wWwecTBylollee BBeeHe MpeseHap® 13 wnn MpeBeHap (B TOM uncne, aHapUNaKTUUECKNi
WOK, TAXENblE FeHEPaNN30BaHHbIe annepriuyeckie peakumn);

uyBC Tb K HATOKCUHY /WY BLTIOMOTATE/IbHbIM BELIECTBaM;
- OCTPbIE MHGEKUMOHHbIE WM HEUHGEKLIMOHHbIE 3a60NeBaHINA, 0GOCTPEHNHA XPOHNYECKNX nocne
BbI3JOPOB/IEHNA U B NEPUOA PEMICCIN.
CNOCOB NPUMEHEHUA U AO3bl
Cnoco6 BBepeHna
BaKuyiHy BBOAAT B pa3oBoii 403e 0,5 M BHyTPUMBILIEUHO. leTAM NEPBbIX NET KU3HM B BepxHe- nosepx-

HOCTb CpejjHeli TpeTi 6efipa, LM CTaplLie 2-X NIeT - B AENETOBUAHYIO MbilliLly nfeva.

Mepea NpuMeHeHMem WNpuL ¢ BakuyuHom MpeseHap” 13 HEO6X0AVNMO XOPOLLO BCTPAXHYTb A0 MOMYUYEHNs FOMOreHHOI cycneHsuu. He
1CMONb30BaTh, €CAIN NPY OCMOTPE COAEPAKMMOTO WNPULA BLIABNAITCA MHOPOAHBIE YACTULbI, UM COAEPXKIMOR BbIFNARUT VIHAUe, YeM B
paspene «OnVcaHme» HaCTOALLEH MHCTPYKLM.

He BBoguTb Mp! p 13 W BHY ANuHYto obnactb!

Ecnn Havata BakuuHauma Mpesexap™ 13, A ee Takke i MpeseHap’ 13. Mpu BbIHY>KAEHHOM YBENMYEHUN
VHTEpBana MeXay UHBEKUMAMY NI0GOr0 113 NPUBECHHIX Bbille KYPCOB BaKUVHALVK, BBEIeHNe JONONHUTENbHIX 403 MNpeseHap’ 13 He
Tpebyetca.

Nuua e 18 net u crapwe

Mpesenap’ 13 esoauTca [ Mpesenap’ 13 He yc Pewere 06 Mexzy
BBeAeHvem BakuuH Mpeserap” 13 1 MTMB23 creayeT MPUHMMATL B COOTBETCTBUM C OPULMANLHBIMM METORUUECKUMY PEKOMEHAALMAMM.
Ocobble rpynnbl NauveHToB

¥ NAUMEHTOB MOCE TPaHCTIAHTALMY FeMOMO3TUECKVX CTBONOBBIX KNETOK A cepus cocToAwan u3 4 403
npenapara Mpeserap’ 13 o 0,5 M. Mepsan cepya cocTonT 3 Tpex ao3 nepBan 403a BBOANTCA C
TPETBEro N0 WeCTOii MecAL Mocne TPaHC! pBan Mexay ROMKeH COCTaBNATH 1 MecAL, PesakUuHVpyloLylo
03y PEKOMEHYETCA BBOAMTS Yepes 6 MecALes nocre TpeTbeit ao3bi. H petam TCA YeTbipexKpar-

Has BaKuMHaLWA, epBan Cepua MMMyH3aLMK COCTONT 13 3-x 403. MepByio 103y CejiyeT BBOAVTH B BO3PACTe 2 MECALIEB HE3ABICUIMO OT
macchi Tena peberka, noc A03bI - 1 mecau. /1 (6yCTepHOI) A03bl peKOMEHYeTcA B Bo3pacTe
12-15 mecaues.

Moxwunbie nauneHTbl

mmyHoreHHOCTb 1 6e30MacHOCTb BaKLmHbI Mpeserap® 13
YCNOBUA XPAHEHUA U TPAHCMOPTUPOBAHUA

Mpu Temnepatype ot 2 ao 8° C. He 3amopaxusath. XpaHWUTb B HELOCTYNHOM Ans AeTei mecTe. TpaHCNOPTUPOBaTh NpU TemnepaType oT 2

ANA NOXUNBIX

°C-25°C.He [JlonyckaeTca TpaHcnop: npw Temneparype Bbiwe 2-8 °C He Gonee NATN AHEN.
CPOKToaHoOCTU

3 ropia. He cnonb3oBath nocie MCTeUeHIA CPOKa FOHOCTIA, YKa3aHHOTO Ha YNaKoBKe.
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Ten./bakc: (495) 926-2107, e-mail: info@petrovax.ru

3) GepepanbHan cyx6a o Haa30py B chepe 3apaBooxpanenna (PocaapasHan3op): 109074, Mocksa, CrasaHckas ., A, 4, cTp. 1
Ten.: (495) 698-4538; (499) 578-0230

000 «MNdanzep MHHOBauum», Poccus, 123112, Mockea,
MpecHeHcKan Hab., a. 10, bL| «bawna Ha HabepexHoi» (Bnok C)
Ten.: +7 (495) 287 50 00. Dakc: +7 (495) 287 53 00.
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KCOJTAP® BOJIbLLE 10 JIET B POCCUIA'.
[MomoraeT ynyywatb Ka4yeCTBO M3HNU
nauMeHToB C OPOHXMANbHOM aCTMOW,
CHUXXaA PUCK 06OCTPEHNI 1 YNCNO
rocnuTanusaymn, cBA3aHHbIX C aCTMO?

Y~ Kconap® - eANHCTBEHHbIN aHTU-IGE Npenapat Ana Tepanum cpegHeTAXKenom
N TAXKENOWN HEKOHTPONIMPYEMOW aTONMYECKON acTMbI**

Y7 bnaropapa cBasbiBaHuio ceobogHoro IgE, Kconap® Bnnaert Ha paHHWIA
1 MO34HNIN NMMYHHbI OTBET NPV BO3AENCTBUM anjiepreHa’

Y7 Kconap® npoaeMoHCTPMPOBa CHPKEHME YMciia 060CTpeHN 1 6naronpuATHBIN
npodunb 6e30MacHOCTX B peanbHON KNMHNYECKOW NpaKTuKes *

KPATKOE OMUCAHUE KCOJIAP®
PY: JICP-000082. O ¢ Ans npl pacTBopa Ans il , 150 wmr. [Mpi . nepel Hayanom b C VHC i no KoMy . O ABnAeTca
r M y Ha ocHoBe How ﬂHK CeﬂEKTVIBHO c A C IMMYHOT (IgE). M : NeyeHue nepencTupyiowein Ko 6pol i acTmbl (BA) cpep) oro n
TAXENONO TeYeHWs, CUMMNTOMbI KOTOPOW HEf0CTaTOuHO A VHT bIX T y 6 NeT 1 CTapuie; leYeHNe XPOHNYECKOM MAMONAaTUYECKOM KpanmBHIUbI (XUK), pesncteHTHOR K Tepanuu
6nokaTopamu H1-rMcTaMMHOBbIX PELIENTOPOB, Y NaUMEHTOB 12 neT u ctaplue. Cnoco6 npumeHeHus 1 4o3bl. ATonnyeckasn bA: B 3aav|chocm OT NCXOAHOM KOHLieHTpauum IgE (ME/mn) n maccbl Tena nauvexTa (Kr) peKoMquyeMan [i03a Npenapata coCTaB/sAeT oT
75 no 600 mr 1 pa3 B 2 unn 4 Heaenu B BUAE NOAKOXHON NHbeKLMK. XpoHUyeckan yeckan ja: po3sa Kconap® coctanset 300 Mr Kax/ble 4 Heienu B Buae nHbekuuu. Mpor . Mo
UyBCTBUTE/IbHOCTb K OManu3ymaby niu K ApyroMy KOMMOHEHTY npenaparta; AeTCKUI BO3PACT A0 6 NeT y NaLMeHTOB ¢ aTonuyeckoit BA 1 4o 12 nety nauyueHTos ¢ XUK B CBA3M C OTCYTCTBUEM COOTBETCTBYIOWNX JAHHBIX N0 3pdeKTUBHOCTU 1 Ge3onacHocTi. Ocobble
yKa3aHuA. lpenapar He CriefyeT NPUMEHATb ANA NIEYEHNA OCTPbIX NPUCTYMOB GPOHXMANLHOM aCTMbl, OCTPOTO GPOHXOCMA3Ma MM aCTMATUYECKOTO CTaTyca. He CrieayeT pe3ko OTMEHATL Tepanmio CUC nm LiVOHHBIMM T
nocne Havana neveHns npenapatom Kconap®. Cniepyer ¢ oc Thio Mp! b Npenapar y C Hap GyHKUMM NEeyeHI n/unn noyex, ¢ ay v c c y!
KOM/IEKCOB, C PUCKOM Pa3BUTUA FeNIbMUHTHbIX MHBa3uid. Mpy NpumeHeHnn npenapata Kconap®, Kak 1 Npy NpumeHeHnm 1io6bix Apyrnx np penap moryT MeCTHble WIN CUCTEMHbIE aniepruyeckue peakumi, BKloYas
aHadunakTuyeckue peakuyu. MpuMeHeHVe Npenapara BO BpeMsA GepeMeHHOCTM BO3MOXHO TONbKO B C/ly4ae, eCiivi Mosib3a /1A MaTepy MpeBbillaeT NoTeHUManbHbIi PUCK Ans nioaa. B cnyuae ™ 80 Bpema rpyaHoe
BC cnenyet MCTBME C APYTUMIA NeKapC CpeACTBaM 1 ipyriie BUAbI B3anmogeiicTamii. CneumanbHbIX NCCeaoBaHui No B3aMMOAENCTBII0 penapaTa Kconap® ¢ ieKapcTBeHHbIMI Npenapatami, BKIoYas BaKLHbI, He
b. iictune Kconap® c nekapcri T ANA neyeHuns 1 ACTMbI NI XPOHWNYECKOI NAVOMNATUYECKOI KPanuBHULIbI, ManoBepoAaTHO. Mo6ouHoe aeiicTeue. Atonnyeckas bA. Hanbonee
yacTbiMu (HA) npw Kconap® aBnaioTcs ronosHas 60/1b, peakLyu B MeCTe MHbEKLUW, BKIIOUas 60Mb, OTeK, SpUTemy 1 3y/] B MecTe BBeAeH!A Npenaparta. 5onbwnHcTeo HA 6bi1n Nerkom unm ymepeHHoi creneHn
TAXECT. YacTo: rooBHan 601b, peakLii B MecTe MHbeKLIK, Takue Kak 60J1b, 3puTema, 3y/, OTEYHOCTb; HeuacTo: GapuHIiAT, roNoBOKPY»KEHIE, COHMNBOCTb, NAapECTe3NnM, CUHKOMasbHbIe COCTOAHNSA, NOCTYPasibHas TMMOTEH3R, <NPUINBbI», KaLuelb, aleprinieckiin
6poHxOCnasm, TOWHOTa, Anapes, AUCNencuyeckme ABNeHWs, Kp L3, CbiMb, 3yA, GOTOCEHC y Maccbl Tena, YyBCTBO YCTaNoCTh, OTEYHOCTb PyK, rpMNNONogobHoe cocTosHwe. Peko: WVHBa3WH, [} UecKme peakLun
V Aipyrue anniepruyeckite COCTOAHINA, BKIIOUaA aHMMOHEBPOTYECKMIA OTeK, aHTUTen K OTeK ropTaHy, aHMMOHEBPOTIYECKIi oTeK. Ha poHe Tepanum npenapatom Kconap® B nocTperucT nepuoge o b C
H#, yacTora KOTOpbIX HeM3BeCTHa: a vAu a TOMAHbIE PeaKuum b KaK Ny NepBOM, Tak 1 NPU NOBTOPHOM NPUMEHEHMAX NperiapaTa B GOMbIMHCTBE C/y4aeB B TeYeHMe 2-X YaCoB MOC/e M/K NHBEKLK, Y HEKOTOPbIX NaLMeHTOB CrycTa
6onee 2 yacos nocne Kconap®), cbisop: 60ne3Hb, MOXET BKNIOYaTb NOBbILIEHME TeMnepaTypbl Tena, o) TAXenan Kasl annepruyeckuii rpaHynemMaTo3HbIi BaCKyuT (CUHAPOM
Yapra-CTpocc), apTpanrus, Muanrus, r Tb CycTaBOB. B KUX MCC y AeTen 6-12 neT 6b11n OTMeUeHbl cnepyiowue HA: oueHb YacTo — ronoBHasA 60/b, NOBbILEHWE TEMMNEPATYPbI TeNa, YacTo — 60/b B BepxHeM otaene xwsota. XUK
Han6onee yactbimm HA npn npumereHn npenapata Kconap® y nauneHTos 12 neT v cTaplue ABNAKTCA roNoBHas 60/1b 1 Ha30bapuHIUT. OueHb YacTo: 6onb. Yacto: ¢ WIT, CUHYCUT, NHG BEPXHVIX [JbIXaTesbHbIX MyTel, BKKYas BUPYCHOIM
3TVONOTUN, NHBEKLIMN MOUEBbIBOAALLIX MyTel, rofioBHasA 60/b B 061aCTI MPUAATOUHbIX Na3yX HOCA, apTPANIus, M1anris, 6onb 8 TAX, KOC 60nb, no paTypbl TeNa, PeakLmn B MeCTe NHbEKLM, TaKMe Kak OTEUHOCTb, SpUTema,
6onb, rematoma, 3ysj, KpOBOTeuUeHMe, KpanuBHLa. HoBapTic ®apma AT, Liseiiuapus
Jurepatypa
1. [laTa rocypapcTseHHoil pernctpaumn npenapata Kconap® 8 PO — 29.05.2007 grls.rosminzdrav.com (aata o6paierus 20.09.2017); 2. Humbert M, Beasley R, Ayres J, et al. Benefits of omalizumab as add-on therapy in patients with severe persistent asthma who
are inadequately controlled despite best available therapy (GINA 2002 step 4 treatment): INNOVATE. Allergy 2005;60:309-16; 3. Kputepwii: oTCyTCTBME 3aperncTpupoBaHHbIX B PO nekapTcBeHHbIX (MHH O grls.rosmi .com (nata
obpatyeHnsa 22.11.2017) 4. IHCTPyKUMA NO NPUMEHEHWIO NEKapPCTBEHHOTO T Aana KOro Kconap (JICP-000082 ot 29.05.2007; 5. Palomares O. et al. Int. J. Mol. Sci. 2017, 18, 1328; 6. Menzella F et al. Real-life Efficacy of Omalizumab After
9 Years of Follow-up. Allergy Asthma Immunol Res. 2017 July;9(4):368-372.

*B peTpocneKTMBHOM HabniofaTenbHOM NCCNef0BaHNY (8 MALMEHTOB C TAXENON HEKOHTPOMIMPYEMON acTMOIA, Nepuop 9 net) C PEAHErof0BOro YNCNa TAXKeNbIX 060CTPEHNI acTMbI ¢ 5 4o 0.63, ynyuLeHue nokasatenen OOB1 (82%
NCXOAHO 1 1 85.5% yepe3 9 neT HabnlofeHus), KauecTsa xu3Hn (AQLQ 5,5 ncxogHo 1 5,9 Yepes 9 neT HabnioaeHNA). HW y 0AHOrO NaLyeHTa He 6bIN0 3apPerncTPUPOBAHO CUCTEMHbIX U MECTHbIX HEXenaTeNbHbIX ABNEHNIA.
MEOspa)KEHVIﬂ He ABNATCA VIBOSDB»(EHMRMVI peanbHbIX NauneHTos

Tonbko anA KUX U KUX P 0B. [InA pacnpocTpaHeHWA B MecTax NpoBefieHna
KUX vnm ¢ KUX BbICTABOK, C GepeHLNI 1 NHBIX TR

I'Ionywvm: [ROMONHNUTENbHYIO MHpOPMAaLMIO O Npenaparte, a Takxe HanpaBUTb NPeTeH3NM 1 MHpopMaLmio

MOXHO MO C appecy B Poccum:
N O s , A R I I S 000 «Hosaptuc ®apman. 125315, MockBa, JIeHUHrpaACKuii NPocneKT, Aom 72, kopnyc 3;
Ten.: (495) 967 12 70; dakc: (495) 967 12 68, www.novartis.ru
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3ano>xeH Hoc? PUHOCNHYCUT?

JlekapCTBEHHbIM pacTUTeNIbHbIN NpenapaT
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¥ lMpeaynpexxaaeT pasBUTHE OCNIOXKHEHW

www.bionorica.ru

*CUHYNPEeT® Kannu - And B3poC/biX 1 feTel OT 2-X neT
CuHynpeT® apaske - ANA B3POC/bIX 1 fieTel cTaplue 6 neT

PEKJIAMA

YBAXKAEMBbBIE KOJIJIETA!

B cBeT BbIWAO HOBOE y4ebHOe nocobue ans
CTYIEHTOB MeAULMHCKUX By30B «OCHOBbI 06LIEN
MMMYHOSIOrMK» Noj pedakumen J1. B. [aHKOBCKOMN,
J1.C. Hama3zoBou-bapaHoBon, P. 4. Mewkosow,
NnoAroToBAEHHOE KOJleKTMBamMK Kadeap annep-
rosorMM 1 UMMYHONOTMKU HECKONbKUX BY30B Poc-
cuun 1 Hay4Horo LeHTpa 340poBbs AeTeN.

B yye6HOM nocobun noapo6bHO ocBelle-
Hbl OCHOBbI OOLEN WMMMYHONOIMKU: CTPYKTypa
N QYHKLUMN UMMYHHOM cucTeMbl, GOPMUPOBaAHNE
MMMYHHOIO OTBETa B HOPME M MpW MaToNoruu,
BPOX/AEHHbIN W MNPUOBPETEHHBIN WMMMYHUTET.
OTaenbHble MaBbl MOCBAWEHbl XapaKTepUCTU-
Ke KNETOK MMMYHHOW CUCTEMbI, OMMUCaHUIO pas-
JINYHBIX @HTUIFEHOB, MapKEPOB M PELIEMNTOPOB,
npoueccam anddepeHumMpoBkn T U B numdo-
LMTOB, MeXaHu3mMaM KJIETOYHOM LIUTOTOKCUYHO-
CTU, CTPYKType U OYHKUMSAM aHTUTes, cucteme
LIMTOKMHOB. PaccmatpmBatoTcs CTPOEHME U DYHK-
LMW FMaBHOrO KOMMJIEKCa FMCTOCOBMECTUMOCTH
yenoBeKka. B nocobuu npuBeaeHbl nepevyeHb
BOMPOCOB /11 CAMOKOHTPO/ISl, TECTOBblE 3aja-
HKs. MpeanoXkeHHas CTPYKTypa Nocobums NOMOXKET
CTyleHTaM BblAENUTb NPUHLMNUANbHbIE AcMeKThbl
n3y4yaemblx MPOLLEeCCOB, OPraHN30BaTh U KOHKpe-
TM3MPOBATb U3Y4YEHME AUCLIUTIIUHBI.

[lo BonpocamM MNpPUOBPETEHMA MOXKHO 06pa-
LaTtbcs B M3aatenbcTBo «[leguatpb»

e-mail: sales@nczd.ru,

Ten. +7 (499) 132-72-04.

CynenmaHoBa 3nbBupa

Noa ANB. i .C. n,PA.

Mocksa
Temarp
2014

124 cTp., MaArkum nepennet, 2014 r.
LleHa 500 py6.



KapMaHHbIi cipaBOYHUK
OKA3AHMUE CTALI,VIOHAPHOVI
NMOMOLLUU AETAM

KapmaHHbIM cnpaBOYHWK nNpeaHa3HavyeH ans
Bpayen, MEeQULMHCKUX CecTep U Apyrux pabort-
HWKOB 3/[paBOOXPaHEHWUs, KOTOPble OKa3blBaloT
MEAULIMHCKYIO MOMOLb AETAM B YYpPEerAeHMaX
nepBUYHOro 3BeHa. [laHHoe u3gaHue, BTopoe no
CYETY, COAEPHKUT HElaBHO OBGHOBJIEHHbLIE W OMYy-
6/IMKOBaHHbIE KIMHUYECKNE peKomeHaaLumn BO3,
KOTOpble NepeBenv U aganTMpoBanu Ana Yyutarte-
Nlelt POCCUNCKUE neanaTpbl.

B cnpaBo4HWKE MNpMBEOEHbI PEKOMEHAALMM
KaK Mo CcTauuoHapHOMY, TaK U No amBynaTtopHOMyY
JIEYEHUIO AETEN B YCNIOBUAX OrpaHUYeHHbIX pecyp-
COB, T.€. B HeOO0nbLIOW 60NbHULE C 6Ga30BbIMU
BO3MOXHOCTAMWU MO 1abopaToOpHON AMArHOCTUKE
M caMbiMW HEOBXOAUMbIMW NEKapcTBamMu. B HEKO-
TOPbIX CyYasx 3TU PeKoMeHAaL MK, MOTYT UCMOMb-
30BaThCA B KPYMHbIX MEAWKO-CaHUTAPHbIX LiEHTpax
NEPBUYHOrO YPOBHS, € OKa3blBAETCS amGynaTop-
Has MeaMLMHCKasa NoMoLLb 60JIbHbIM AETSAM.

PekomeHaauMn KapMaHHOro crnpaBoOYHUKA
HanpaBneHbl Ha neYyeHne 6one3Hen, KOTopble AB-
NIAIOTCA OCHOBHbLIMW MPUYMHAMMU AETCKOM CMEPT-
HOCTV B pasBUBAlOLIMXCS CTpaHax. K Takum npwu-
YMHaM OTHOCATCA 60NEe3HNU HOBOPOMKAEHHbIX,
NHEBMOHWS, AMapes, Mansapus, MEHUHIUT, CENTH-
LIEMUS, KOPb 1 CBA3AHHbIE C HUMMW COCTOSIHUS, TS-
enoe ocTpoe HapyweHwe nutanusa, BUY/CINUA
y neten. TakKe 31ecb NpUBeAeHbI PEKOMEeHAaLINK
Nno NIE4EHUI0 B YCIO0BUAX HEGONbLION GONbHULIbI
Hanbonee 4acTblX XMPYPruyecKmux 60ne3HeEN.

OKA3AHUE
CTAIIMOHAPHOM
IIOMOIIU JETSIM

PYKOBO/ICTBO IIO JIEYEHWIO
HAMBOJIEE PACTIPOCTPAHEHHBIX
BOJIEBHE YV JETEN

BTOPOE U3JAHUNE

Z< 2N
g@?{ World Health
%7 Organization

~——

LleHa 6e3 yyeTa goctaBkm 500 pyo6.

Kalwens? bpoHXnT?

JlekapCTBEHHbI pacTUTENbHbIM NpenapaT

bpoHxunpet®

: TP kausne 6 papra

: 100

M Cupan

. YCKOpS€ET BblBEi€HME TPYAHOOTAENAEMON
MOKPOTblI

. Oka3blBaeT NpoTMBOBOCMHANMTENbHOE
JEencTemne

J) Obnanaer NpOTMBOBMPYCHOM aKTUBHOCTbIO

* BpOHXUNPET® cCUpOon — A8 B3POC/IbIX 1 AeTen OT 3-X MecALEeB;
BpoHxunpet® Tl TabneTky — Ana B3poCsibiX 1 AeTel cTaplle 12 ner.

PEKJTAMA
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KPATKAS1 UH®OOPMALIUS no meguuUUHCKOMY NpUMeHeHuio npenapata Xymupa®

PeructpauvoHHbivi Homep: J1C-002422
ToproBoe HaumeHoBaHue npenapara: Xymvpa®
HenateH nwamr

:Afjanumymat

MokasaHusa K npuMeHeHno
Hetn

* FOBEHWUIbHBIN MAVONATUHECKWI apTPUT Y NALMEHTOB OT 2 NIET B PEXWUME MOHOTEPANUM WK1 B KOMOMHALMK C
METOTPEKCaTOM.

* BoneaHb KpoHa (CpeiHETRXENoM 1 TAXENOoN CTENEHM) y NaUMeHTOoB 6 NEeT 1 cTaplue Npu HeaaekBaTHoM OTBeTe
Ha TPaAMLIMOHHYIO Tepanuio (BKMIOYas MOSIHOE 3HTEPanbHOE NUTaHME U KOPTUKOCTEPOMABI W/ UMMYHOCYNpEC-
COpbI), @ TAKXE HEMEPEHOCUMOCTY UK MPOTUBOMNOKA3AHNSX K TPAAMLIMOHHOI Tepaniu.

* AKTUBHBII 9HTE3UT-aCCOLMMNPOBAHHbI APTPUT Y NALMEHTOB B BO3pAcTe OT 6 NIET 1 CTapLLe Npy OTCYTCTBIAM afeK-
BATHOrO OTBETA Ha TEPanuIo CTaHAAPTHLIMM MpenapaTami U UX HeNepeHoCUMOCTHA.

* XpOoHWYECKUIA BNIsiLLIEYHbIV Ncopras (TsXemnow cTeneHun) y AeTen ¢ 4 net npu HeagekBaTHOM OTBETE Ha MECTHYH
Tepanuio nnu hoToTEpanuio, a TakxKe Y MaLVEHTOB, KOTOPLIM MECTHasi Tepanus 1 hoToTepanisi NPOTUBOMOKa-
3aHa.

* AKTUBHBIN THOWHBIA FMAPaAEeHNT CPefHen Unmn TAXKENoi CTeNeHN THKECT y Aeten ot 12 neT npu OTCyTCTBAM
a[|eKBaTHOro OTBETA Ha CTaHAAPTHYIO CUCTEMHYIO Tepanuio.

MpoTMBonoKasaHms: [MNepUyBCTBUTENBHOCTL K aAanMMyMaby Unu NloGbIM ero BCroMoraTeibHbIM KOMMOHEHTaM,
6epPEeMEHHOCTb, Nepuop, rPYAHOTO BCKApMIWBaHWS, AETCKUA BO3PacT [0 18 neT (Kpome naLuveHToB oT 2 fieT ¢
H0BEHWMbHBIM MAVONATUHECKVM apTPUTOM, MALMEHTOB OT 6 NET ¢ 6071e3HbBI0 KpoHa (CPeaHETXENoN Unu Taxenoi
CTEreH), NaLMEHTOB OT 6 NIET C aKTUBHBIM SHTE3UT-ACCOLMMPOBAHHbIM apTPUTOM, NALMEHTOB OT 4 NIET C XPOHMUe-
CKWM GNIALLEYHBIM MCOPUA3OM, NALMEHTOB OT 12 NIET C aKTUBHBIM THOMHBIM MMAPAAEHUTOM), MH(EKLMOHHBIE 3a60-
NeBaHIsl, B TOM Y1CTIe TY6EPKYTes, COBMECTHbIN NPpUeM ¢ aHTaroHnctamu ®HO nnm ApYruMiM FeHHO-UHXEHEPHBIMIA
61010 MHECKVMI NPOTUBOPEBMATUHECKVMI NpenapaTami (Hanpumep, aHakuHpa 1 aéatauenT).

C ThHO: P! pytoLLIME MHEEKLIMM B aHaMHEe3€e, HOCUTENbLCTBO BUpyca renatuta B, 3anokadecTseH-
Hble HOBOO6Pa30BaHMsi, B TOM Y1CIE B aHaMHe3e, CepAeyHan HefloCTaTO4HOCTb, AEMUENMHM3NPYIoLLne 3a6onesa-
HWS| HEPBHOMN CMCTEMbI, B TOM Y1CIE B aHaMHe3e, NauveHTbl cTaplue 65 net.

Cnoco6 NnpuMeHeHUs U A03bl

MoaKkoXxHO.

Hetn

FOBeHULHBIN MAMONATNHECKUIT apTPUT

MpumeHerue npenapata Xymupa® y feTeil Mnagiie 2 N1eT C 0BEHUNbHBIM MAVONATUHECKUM apTPUTOM HE U3y4a-
nocb. Mpy 10BEHUNBHOM MAVONATMHECKOM apTpuTe y AeTel B Bo3pacTe OT 2 feT Ao 12 net npenapat Xymupa®
HazHavaloT B 103 24 Mr/M? NIOLLa[M NOBEPXHOCTM TeNa, NPV 3TOM MakciMaribHas OfjHOKpaTHas 403a CoCTaBnseT
Ansa peteri o1 2 0o 4 net — 20 Mr; ana aeten ot 4 no 12 net — 40 mr. MNpenapat BBOAAT MOAKOXHO 1 pa3 B 2 Hepenu.
O6bEM MHBEKLMI ONPEAENAIOT UCXOAA M3 POCTa U Beca NaLmeHTa. [ins NauneHToB, KOTOPbIM HEOGXOAUMO BBEie-
Hve MeHee 40 Mr npenapara, Heo6X0AMMO UCTONb30BaTh Npenapar Xymupa® Bo thnakoHe.

B3aumopeiicTBUe C APYIMMM NleKapCTBEHHbLIMU CPEACTBaMN

OnHOBPEMEHHOE NPUMEHeHMe afanvMymasa ¢ pyriMi GOMNOrMHECKIMI Ga30BbIMI NPOTUBOPEBMATUHECKMN CPef-
cTBaMu (HanpuMep, aHakMHPOW, abaTalenTom) U ApYruM1 aHTaroHuctamu ®HO CONpsXEHO C MOBBILLIEHHBIM P
CKOM BO3HIMKHOBEHIS MHAEKLIA 1 [IPYTX NOGO4HBIX PEaKLiyii, 1 NO3TOMY NPOTUBOMOKA3aHo.

Mo6o4Hoe aeicTene
i)

Mpn6nmnanTensHo y 13% NaumeHTOB MOXHO OXUAATb Pa3BUTUS Peakuui B MecTe BBefeHWs npenapara (ogHu 13
Haubonee 4acTo BCTPEYALLUMXCA NMOGOYHLIX PeaKLuMii Mpy BBEASHUM afanuMymata B KOHTPONMPYEMbIX KIMHU-
4eCcKUX 1ccnefoBaHmsx). MoGoYHbIE PeakLM BOSMOXHO MPUYNHHO-CBA3aHHBIE C MPUMEHEHWEM npenapara, Kak
KIMHUYECKWE, Tak 1 NabopaTopHble, MPUBEAEHb! HUXE C yKazaHem YacToTbl (oweHb YacTo > 1/10, yacTo > 1/100),
BK/IIOYANack HauBbICLIAs 4acToTa, Habmopaemas cpean p: ol 7z : O4eHb HaCTO: UH-
(heKLMM AbIXATESbHBIX NYTEN (BKIIOYAR NHAEKLMM BEPXHUX 1 HXHIAX ,u.blxareanblx ny'rew MHEBMOHMIO, CUHYCUT,
hapuHIrKT, Ha30(apuHIUT 1 repnec-BUPYCHYIO MHEBMOHMIO). YacTo: reHepanu3oBaHHble MHMeKuUn (BKmoyas
cencvc, KaHanMAo3 v rpunn), uHagekumn XKKT (BKoyas BUPYCHbIA raCTPOSHTEPUT), MHAEKLIMM KOXKM U MArKWX TKa-
Hew (BK/KOYas MapoHWUXUM, LIENMONUT, UMMETUIrO, HEKPOTUSUPYHOLLMIA (haCLIMUT U OMNOSICLIBAIOLLMIA NLLAN), UHEK-
UM yxa, MHAEeKLMM MonocTn pra (BKMoYasi NPOCTOi reprec, opanbHbI reprec v NopaxeHus 3y6oB), UHEKLMN
NonoBoM cahepbl (BKIMOYAs BYNbBOBATMHANBHYIO MUKOTUHECKYIO MHIEKLNIO), MH(EKLMIM MOHEBbIAENUTENBHOrO
TpakTa (BKNo4as NUenoHedpuT), rPUGKOBbIE MHMEKLMW, WHIEKUMW CyCTaBoB. HoBoo6pa3oBaHus: Yacto: fo-
6pOKa4ECTBEHHbIE HOBOOGPA30BAHMS, PaK KOXW, KDOME MEeNaHOMbI (BKIio4as 6a3asbHO-KNETOHHYIO KapLyHOMY 1
YeLLyN4aTo-KNEeTOUHYI0 KapLuyHoMy). CO CTOPOHbI KPOBU 1 JIMMGbaTMHECKOV cucTembl: O4eHb YacTo: NerkoneHms
(BKNIOYAs HEUTPOMNEHUIO W arpaHynoLmUTo3), aHemusi. HacTo: TPOMGOLMTONEHUS, NENKOLUMTO3. CO CTOPOHLI UMMYH-
HOVi c1CTEeMbI: HacTo: peakLmy runepyyBCTBUTENbHOCTM, anfiepriieckue peakLmi (BKoUas Ce30HHYIO annepruio).
Co cTOpOHbLI 06MeHa BelecTs: O4eHb HacTo: MOBLILLEHNE KOHLEHTPALMM NMNAO0B. HacTo: runokan1emms, noebl-
LLIEHME KOHLIEHTPALIM MOYEBOA KICTIOTbI, aHOMAITbHBIE KOHLIEHTPALMN HATPS, TMMOKaNbLMEMMS, TUNEPrIMKeMIS,
runodpocchatemus, aervaparaums. Hapy : Yacro: HaCTpoeHus (BKMoYas Jenpeccuio),
TPEBOXHbIE PacCTPOMCTBA, 6ecCoHHMLA. CO CTOPOHLI HEPBHOV cucTembl: OveHb 4acTo: ronoeHas 6onb. YacTo:
napecTeauu (BKMo4as rmnecTeann), MUrpeHb, HeBParus CefanuLLHOrO HepBa, BECTUGYNSIPHOE rONOBOKPYXKEHNE.
Co CTOPOHbI OpraHoB 4yBCTB: HacTo: KOHBIOHKTUBWT, HApyLLEHWs 3peHUs, 6riechapuT, OTek Beka. Co CTOPOHBI cep-
AE4HO-COCYAMCTON CUCTEMbI: HacTo: NOBbILLEHNE apTEPNASIBHONO ABNEHNS, MPUINBbI, FeMaTOMBI, Taxukapaus. Co
CTOPOHbLI CUCTEMBI [ibIXaHMsA: HacTo: Kalllenb, acTMa, AUCTHOS. CO CTOPOHbI CUCTEMBI MULLEBapeHUs: O4eHb HacTo:
TOLUHOTA, PBOTA, 6Ofb B XKMBOTE, NOBLILLEHUE AKTUBHOCTY NMEYEHOUHbIX (PepMEHTOB. HacTo: aucnencus, racTpos-
30charearbHbii PECHIOKC, CyXOCTb BO PTY, XENYAOHHO-KMLLEHHBIE KPOBOTEHEHNS. CO CTOPOHbI KOXM 1 MOAKOXKHBIX
TkaHes: O4eHb 4acTo: CbiMb (B T.4. 9KConmaTueHas). YacTo: 3ya, KpanvBHULA, KPOBOUSNUAHUS (B T.4. NMypnypa),
AepMartuT (B T.4. 9k3emMa), IOMKOCTb HOrTel, r1nepruapo3. Co CTOPOHb! KOCTHO-MbILLEYHOM cucTeMbI: OHeHb HacTo:
KOCTHO-MbILLIEYHasi 60Mb. HaCTO: MbiLLEYHbIE CNaambl. CO CTOPOHbI MOYEoIoBOY cUCTEMbI: HacTo: remaTypus, no-
YeyHasi He[IOCTaTOHHOCTb. [TpoYMe, BKITI0YAS peaKuum B MecTe BeeAeH!s O4eHb HacTo: PeakLin B MECTe UHbEKLINN
(BKkntovas apuTemMy). Yacto: 60mb B rpyAHON KETKe, OTEKM, YXYALIEHUE 3aXUBNEHUsi paH. JlabopaTopHble rnoka-
3ate/m 1acTo: HapyLIEHNs B CUCTEME CBEPTLIBAHMUA KPOBU (BK/IOYAA YBENMHEHNE aKTUBMPOBAHHOMO HYacTU4YHOrO
TPOMGONNACTUHOBOTO BPEMEHM), MONOXMUTENbHbIE TECTLI HA ayTOaHTUTENa (BKMIOYAs aHTUTeNa K IBOMHOI Cninpani
OHK), yBenu4yeHue KoHLEeHTpauum nakTaTaernaporeHasbl. Peakuyum B MecTe nHbekyun: B 6a30BbIX UCCNefoBaHusX
y 12,9% nauveHToB, KOTOPbIM 6, p peakuun B MecTe BBeAeHUsi (3putema n/unm aya,
KpOBOTEYeHune, 6051b, MPUNYXIOCTb), B KOHTPOMBHOM rpynne Takve peakuuu pa3sunuck y 7,2% nauueHTos. Bonb-
LUIMHCTBO peaKuuit B MECTE MHBEKLIMIA OLIGHMBANMCh KaK NErkiue 1 He Tpe6oBanu NpekpaLLeHns npuema npenapara.
®opma Bbinycka: PacTeop Ans nogkoxHoro BeegeHvs 40 mr/0,8 mn.

Ans nony

6onee p o Te, 7] A UH-
u no Ta Unn oSpam‘recn B: OOO «966Bu», 125047 r. Mo-
CKEa yn. INlecHas, A.7, BL| «<Benbie Cappbl», 3paHue «A», Ten. (495) 258 42 77, thakc (495) 258 42 87
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CouuvanbHasa neguaTpus U opraHusalusa 3qpaBooXpaH

DOI: 10.15690/vsp.v17i1.1851

A.A. BapaHoB®' 2, B.10. Anb6uLKMIit

1 HawuuoHanbHbIN KcenefoBaTeNbCKUIA MEAULMHCKUI LIEHTP 340p0oBbs AeTel, MockBa, Poccuitckas
2 MNepBblit MOCKOBCKMI rOCYyAapCTBEHHbIN MEAULIMHCKUI yHUBEPCUTET M. .M. CeyeHoBa (Ce4eHOBCKM
YunepcuteT), MockBa Poccuickasa Pepepauma degepauyms

100 net cOBETCKOMU CUCTEMeE OXPaHbl
340POBbSA MaTepu U pedbeHKa:
ycrnexu, npoo6ysembl, YPOKHU

KoHTaKTHas nHdpopmauums:

AnbbuuKui Banepuii KOpbeBuY, LOKTOP MEANLIMHCKMX HayK, Npodeccop, rMaBHbIi Hay4YHbIA COTPYAHKK JlTabopaTopun couuanbHOM NeaMaTpun U KayecTsa
*u3Hu OTaena opraHM3aLMOoHHO-aHanuTHYecKon pabotel HMUL, 3q0poBbs aeten

Appec: 119991, MockBa, JToMOHOCOBCKMI Np-T, 4. 2, cTp. 1, Ten.: +7 (495) 967-14-19, e-mail: albicky@nczd.ru

Cratbs nocrynuna: 20.02.2018 ., npuHATa K neyartu: 26.02.2018 1.

ly6aunKyeTcs TEKCT JOKNaja aBTOPOB Ha rieHapHoM 3acegaHnn XX KoHrpecca negmatpoB Poccun 16 ¢peBpana 2018 r.,
MOCBSALLEHHOro CTOJIETUIO COBETCKOM rocyJapCTBEHHOM CUCTEMbI OXPaHbl 3J0P0BbSI MaTtepu U pebeHKa. [TokadaHbl 0CO6EH-
HOCTM ee CTaHOBJIEHMS U pa3BUTUS. Ha3BaHbl Hanboiee BaXHble JOCTMXEHUSI B 06/1aCTH OXpaHbl 340POBbS JETCKOro Hace-
JIeHNS, aKLEHTUPOBaHO BHUMaHWE Ha JINYHOCTSX MepPBbIX OPraHM3aTopoB AETCKOro 34paBooxpaHeHns B CoBeTcKon Poceuu.

lNpeactaBneH B3ms4 Ha YPOKH, KOTOPbIE BbITEKAKT U3 NCTOPUN COBETCKOM neagnaTpmu4ecKomn Cﬂy)KﬁbI.
KnroueBbie cnoBa: MCTopusi, JOCTUIKEHNS, YPOKH, oXpaHa 340pP0Bbs, AETCKOE HacesieHne.

(Ana untupoBaHus: bapaHoB A.A., Anb6uukmii B.KO. 100 neT COBETCKON CUCTEME OXPaHbl 3[0POBbS MaTepun U pebeHKa:
ycrnexu, npobnembl, YpoKu. Bonpock! coBpemeHHoi neanatpumn. 2018; 17 (1): 11-15. doi: 10.15690/vsp.v17i1.1851)

Mpowno YyetTBepTb BeKa nocne pacnaga CCCP, n ocMmbic-
NeHWe COBETCKOro Hacneams CTaHOBMUTCS HaCyLLHOM Hayy-
HOW 3ajavyen UCTOPMKOB. [laHHbIM NOCHIN B NMOMHOW Mepe
KacaeTcsl TaKoM BaKHeWLen counanbHom npobnemMsbl, Kak
oXpaHa MaTepuHCTBa U AeTcTBa. M aTo BecbMa 3Ha4Ynmo
ana XX KoHrpecca neauatpoB Poccuu, M60 OH MpoOBO-
ONTCS B IOOGUNENHBIN O/ OTEYECTBEHHOW neavatpuu rog.
Bo-nepBbix, 255 neT Hazaa, 1 ceHTabps 1763 r., Eka-
TepuHa BTopasa u3fgana ykas o co3gaHuun Mmnepatop-
cKoro MocKoBcKoro BocnutatenbHoro goma [1]. O6bs-
BMB €ro rocyAapCTBEHHbIM y4ypexaeHueM, umnepaTpuua
TeM CaMblM 3an0Xuna OCHOBbI rOCYAapCTBEHHOM CUCTe-
Mbl OXpaHbl MaTepUHCTBa U MfageH4yectBa B Poccuum [1].
Bo-BTOpbIX, 100 neT Hazag, B fAHBape 1918 r., opraHu-
3auMs WKOMbHO-CaHWTapHOro OTAena M OTAena OXpaHbl
MaTepuHcTBa U MiageHvyectBa (OMM) npu Hapkomate
rocyAapCTBEHHOrO NPUM3peHUs cTana cBoero poja dyHaa-
MEHTOM COBETCKOW rocyaapCTBEHHOM CUCTEMbI NO OXPaHe
30POBbS MaTepu u pebeHKa [2].

Alexander A. Baranov'' 2, Valery Yu. Albitskyl

HakoHel, nocnegHui, 6osee CKPOMHbIM tobunen. Ha
nexoae XX cronetus, B aHBape 1998 r., npaBonpeeMHUKOM
MoOCKOBCKOro BocnuTaTeNbHOro gomMa nocne WMHcTUTyTa
negnatpun PAMH ctan Hay4Hbln LEHTp 340pOBbS AETEN,
KOTOPbIV B MPOLUIOM roAy MOAy4Yun ctaTtyc HalMOHanbHOro
LeHTpa B chepe OKalaHUs MeAULIMHCKOW MOMOLWM AeTam
Poccun.

Ha nneHapHoe 3acegaHune XX KoHrpecca OeTcKkux Bpa-
Yyen Mcnonkom Cotoza negmaTpos Poccuu peluns BbIHECTH
[OoKnag o CTofeTHEM tobunee COBETCKOM CUCTEMbI OXpaHbl
300poBbs MaTepu U pebeHKka. N BoT noyemy. CosgaHue
cucTeMbl OxpaHbl 3a0poBbs aeter B CCCP ¢ npumaTtom
rocyjapctBa B ee OpraHuM3auuun, OKasaHue MepBUYHOM
MeAMKO-CaHUTapHOM MOMOLLM AETAM Y4acTKOBbIM neauart-
poM, NOArOoTOBKa KafapoB AETCKMX Bpayen Ha cneunanbHoM
daKynbTeTe MEAMLIMHCKOro By3a BASIOTCA BECOMbIM BKa-
[1OM B pa3BUTME MUPOBOW MEAULIMHbI. Y3Ke TONbKO N0 OAHOM
3TOM NPUYMHE MOXKHO FOBOPUTb 06 aKTyalbHOCTU U3YYEHUS
onbiTa, AOCTUMKEHUMN, NPO6 U OWMOOK MNpPU MOCTPOEHUMU

1 National Medical Research Center of Children’s Health, Moscow, Russian Federation
2 Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russian Federation

100th Anniversary of the Soviet Maternal and Child Healthcare
System: Successes, Problems, and Lessons

The article presents the text of the authors' report at the plenary session of the XX Congress of Pediatricians of Russia (dated
February 16, 2018) dedicated to the centenary of the Soviet state mother and child welfare system. The features of its formation and
development were described. The most important achievements in the field of child health care were outlined. Attention is focused
on the personalities of the first facilitators of pediatric healthcare in Soviet Russia. Authors summarise the findings resulting from the
history of the Soviet pediatric service.

Key words: history, achievements, lessons, health care, child population.

(For citation: Baranov Alexander A., Albitsky Valery Yu. 100th Anniversary of the Soviet Maternal and Child Healthcare System:
Successes, Problems, and Lessons. Voprosy sovremennoi pediatrii — Current Pediatrics. 2018; 17 (1): 11-15. doi: 10.15690/
vsp.v17i1.1851)



CouunanbHasa neguMaTpusa U opraHu3aums 3gpaBooXpaHeHuUs

N QYHKLMOHMPOBAHMMU COBETCKOW CUCTEMbI OXpaHbl 340pPO-
BbS NMOAPACTAlOLLEr0 MOKONEHMS ANS YCNEeWHOoro pa3BuTus
COBPEMEHHOr0 AETCKOro 34paBoOXpaHeHus.

AHanU3npys UCTOPMIO Pa3BUTUA OXpaHbl MaTepMHCTBA
W OeTcTBa, 340POBbS AETEN U MNOAPOCTKOB B HAllEW CTpaHe,
NpMXoauLib K OAHO3HA4YHOMY BbIBOAY: COBETCKas cucTema
oXpaHbl 340POBbS AETCKOrO HaceneHus, Kak nynoBuHa nno-
[a C MaTepblo, HeEPa3pbIBHO CBSi3aHa C AOPEBOJIOLLMOHHOM
rnoyso# [3].

MmnepcKkum nepmog B uctopmn Poccum, HaunmHas ¢ ano-
xu leTpa Benukoro, penutca Ha ABa 3HA4YMMO OT/MYa-
jowmxca n no dopme, U NO CoAeprKaHUIO OTpe3Ka Bpe-
MeHN — gopedopMeHHbIM U nocnepedopMeHHbIn. Bennkne
npeobpasoBaHnsa umnepaTopa AnexkcaHapa Il ganu Ton4yok
K OYypHOMY pasBuUTUIO daKTUYECKM BCEeX HamnpaBieHuwu
rocyaqapCTBEHHOW M OOLLECTBEHHOW XW3HWU — CcoUManb-
HOr0, 3KOHOMMWYECKOTr0, KyNbTypHOro. [JaHHbIM NOCbIN Tak-
e abcontoTeH M ANa TaKoW BarKHeWlen cocTaBnsiolen
coumnanbHOM NOIUTUKM FOCYAapCTBa, Kak OXxpaHa 340P0Bbs
[ETCKOro HaceneHus.

B popedopmeHHon Poccuun (BTOopas nonosuHa XVIII —
nepsas nonoBuHa XIX B.) Hay4yHas, npodeccroHanbHas Bpa-
yebHaa 1 negarornyeckas oobLWEeCcTBEHHOCTb, MHOTMe gesTe-
SN KyNbTypbl U OTAENbHbIE NPeACTaBUTENN NPaBALLEN IAUTbI
0CO3HasIn OCTPYO HEOBXOANUMOCTb COXPaAHEHUS XU3HN AETEN,
0COGEHHO MajeHLEeB, ¥ BOCMMUTaHWA 340POBOro MokKose-
HUA. [lepBbIM OTBETOM Ha AaHHYK NpobnemMy cTano co3ja-
HWE CUCTEeMbl MEAMKO-COLMaNbHOrO CONPOBOXKAEHUS AeTeNn,
HaxoAsLMXCH B ONACHOM A/151 }KU3HW MONOXKEHUU (HE3aKOH-
HOPOAEHHbIE, CUPOTbI), B OCHOBY KOTOPOW JIEr/I0 OTKPbITUE
MMNEepPaToOPCKMX BOCNMUTaTENbHbIX JOMOB B MockBe (1763 1.)
n lMetepbypre (1770 r.); co3agaHue [MpuKa3oB 06LLECTBEH-
Horo npuspenus (1775 r.); dopMUpOBaHME CMELIAHHOrO,
Nno CBOEW CyTW, FOCYAapPCTBEHHOIro M GNAroTBOPUTENbHOIO
BenomcTBa yuperkaeHmn nmnepatpuubl Mapuu (1796 r.) [4].

Bo BTOpon nonoBuHe XIX ctonetus pasBuTUiO GyayLien
CUCTEMbI OXpaHbl MaTepuMHCTBA WM MnageH4yecTBa Crnocoo6-
CTBOBaM NPOBEJEHHbIE B CTPaHEe YHMBEPCUTETCKAs U 3eM-
cKas pedopMbl, OTKpbITUE Kadeap neavatpum U rMrueHsbl;
LUIMPOKOE pa3BUTME OOLWECTBEHHOW MEOWMLMHbI, a TaKKe
COLManbHO-TUrMEHUYECKNE UCCNIEA0BaHMS 3EMCKMX Bpayen
M NepBblX POCCUUCKUX NeanaTpoB. BO3HMKIO NoHMMaHWe
Heo6X0AMMOCTN aKTMBHOrO, pellatoLllero yyactus rocyaap-
CTBa B CTPOWTENbCTBE CUCTEMbI OXpPaHbl 340POBbS MaTepu
n pebeHKa.

B Havane XX ctonetns PoccuncKas umnepus crtosna Ha
nopore MOCTPOEHUS CUCTEMbI OXpaHbl 3[40POBbS MaTepwu
N pebeHKa, coyeTatollen B cebe rocyaapCTBEHHble, obLe-
CTBEHHble M 6naroTBopuTeNbHble Hadana. OgHaKo KpanHe
He6naronpusaTHblE YCA0BKS TOr0 BPEMEHM (PYCCKO-SMOHCKas
n MNepBaa Muposas BonHa, pesontoumm 1905 n 1917 rr., T.e.
daKTU4YECKM OAHO MUPHOE AECATUNETUE) NOBAUAIN Ha BHU-
MaHWe COBETCKMX uUccnenoBatenen K Gakty CTpPeEMUTENbHOIO
pPa3BUTUS TEOPETUHECKMX, COLMANbHBIX U OPraHU3aLMOHHbIX
noAaxo4oB K MOCTPOEHUIO CUCTEMbI OXpaHbl MaTepuHCTBa
M MnageH4yectBa B Poccuu B nepsble 17 net XX BeKa.

OOHaKo UMEHHO B AaHHbIM nepuog 6bin caenaH nepsbii,
6e3 npeyBenMyeHUs — CTPEMUTENbHbIA LWar K nocTpoe-
HUIO FOCYAApPCTBEHHOW CUCTEMbI OXpaHbl MaTtepu U pebeH-
Ka: HapacTana Heob6X04AMMOCTb aKTUBHOM rocyaapcTBEHHOM

NOSIMTUKM B 061aCTU OXpaHbl 340POBbS MaTepu U pebeHKa;
BHEAPS/IUCL MepBble MEeAMKO-OPraHU3aLMOHHbIE TEXHOJO-
rMn B 3aTon cdepe (OTKPbITUE SACEN, MOSIOYHbIX KyXOHb,
[LETCKUX KOHCyNbTaluMi); BCTyNanan B CUAY 3aKOHbl B nog-
[EPXKKY CUCTEMbl OXpaHbl MaTEpPUHCTBA M AETCTBA (3aKOH
0 cTpaxoBaHuu, 1912 r.); 661710 co34aHOo 6/1aroTBOpUTENIbHOE
yyperaeHne — Bcepoccninckoe nonevymTenbCcTBo 06 oxpaHe
MaTepuHcTBa M MnageHyectBa (1913 r.) [3].

HezaBuCcMMO OT TOro, coxpaHunacb 6bl MOHaAPXUA UK
BOCTOpXKecTBOBasa 6ypiKya3Has AEMOKPATUS, MOXKHO Npes-
NOMIOXWUTb, YTO B CTPpaHe B CKOPOM BPEMEHW cO37anu Obl
CUCTEMY OXpaHbl MaTEpPUHCTBA 1 MnageH4ecTBa. [pobnema
3aKnYyanacb b B MeToAax U Temnax ee pelleHus.
OTa rpaHAMo3Has 3ajada Bbimana Ha ponto CoBeTcKoMn
pecnybnukn, obpasoBaHHOM nocsie OKTA6PbCKON pPeBOSto-
unm 1917 1.

[oBOpPS O COBEPLUEHCTBOBAHUM NeanaTpPUYECKOn ChyK-
6bl B CCCP B nepuog ee CTaHOBEHUS U NepBOHavanbHOro
pa3BuUTUSA, cneayeT BblAeNWTb ABa BPEMEHHbIX OTpe3Ka:
odopMNEHNE NAEONOMMU U OpraHU3aLMOHHbIX OCHOB CUCTe-
Mbl OXpaHbl MaTepuHcTBa M getcTtBa (1918-1922 rr.); Hayu-
HOoe 060CHOBaHME CUCTEMbI U MHTEHCUMBHOE pPa3BUTUE CETU
ee y4perKaeHMn B cuctemMe NepBUMYHOro 3BeHa 34paBooxXpa-
HeHus (1922-1930 rr.).

3a oxpaHy 300poBbs AETCKOro HaceneHns B COBETCKOM
npaBuTeNbCTBE OTBeYanu fABa HapoaHbiX KOMWccapua-
Ta (MWHWUCTEpPCTBa, FOBOPS COBPEMEHHLIM $3bIKOM) —
HapKom rocyaapCTBEHHOrO MPU3peHUs (HapoaHbIM KOMMUC-
cap A.M. KonnoHtan) u Hapkom npocBeleHns (Hap-
Kom A.B.JlyHavyapckun). B uione 1918 r. K HUM Mpwuco-
eauHUNCcs TpeTun HapKkomaTt — 3apaBOOXpaHeHus (HapKom
H.A. CemaukKo).

20 pekabps (2 gHBaps No HoBOMy cTuao) 1917 .
B HapKkomarte npocBeLleHuns 6blil co34aH LWKONbHO-CaHuUTap-
HbIW OTAEN, PYKOBOAUTENIEM KOTOPOrO CTasia Bpay no o6paso-
BaHWIO M PEBOMIOLIMOHEP MO Npu3BaHuio Bepa MuxannosHa
boHy-bpyeBuny (BenuukuHa). MNMocne ee npexaeBpeMeHHOM
KOHYMHbI B ceHTa6pe 1918 r. oTaen Bo3rnaBun EBreHumn
MeTtpoBuy PaguH [2]. 28 gekabps (10 suBaps no H/c) 1917 1.
AneKkcaHgpa MuxannoBHa HKonnoHTaw noanucana Aekper
06 yypexaeHuu npu HapkomaTte rocyaapCTBEHHOro mnpwu-
3peHusa OTaena nNo oxpaHe mMaTepuHCTBa M MajeHYecTBa,
a ero pykosoauTenem 6bin Ha3HavyeH Bpad H./. Koponés.
Mocne nepee3na B mapte 1918 r. npaBUTENbCTBA MOIOA0OM
pecnybnunkn u3 leTtporpaga B MoOCKBY oTaen Bo3rnaBuna
Bepa lMaBnosHa Jlebenea [2]. Takum o6pa3oM, eCcTb BCe
OCHOBaHWS paccMmaTpuBaThb SHBapb Mecsalem 06pa3oBaHuUs
CoBETCKOM rocygapCTBEHHOW CUCTEMbl OXpaHbl 340POBbS
MaTepu 1 pebeHKa, a KOHKPETHOW JaTon ee pPOXAEHUs —
10 aHuBapsa 1918 . [2].

11 vionda 1918 r. CoBHapKOM NPUHAN AEKPET O CO3AaHUK
HapogHoro KomuccapuaTa 3hpaBooxpaHeHus. LKonbHo-
CaHWUTapHbIA OTAeN, nepenMMeHoBaHHbiM B otaen OxpaHbl
340POBbS AETEN U NOAPOCTKOB, O6bI1 NepedaH U3 Hapkomara
npoceelleHns B BéaeHWe HapKkomaTta 3[paBooxpaHe-
HuA. lMNoctaHoBneHnem CoBHapkoMa oT 9 mapTta 1920 .
0 nepepaye oraena OxpaHbl MaTepUHCTBA M MaadeH4yecTBa
M3 HapKkomaTta couunanbHoro ob6ecne4vyeHuss B HapkomaTt
3[paBOOXpaHeHns Obl10 3aBEPLIEHO CO34aHMe OpraHu3a-
LLUOHHOM CTPYKTYpPbl roCcyaapCTBEHHOIO yripaBieHus chepomn
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Table. Institutions for maternal and child welfare in Soviet Russia

fAcnn 18 669 3800
HeHCKMe KoHcynbTalmm - 303 590
[leTCKue KoHcynbTaumm 39 461 1552
CenbCKne KoHCyNbTauuu - 268 850
[eTckue npodbunakTnieckme ambynatopuu - 117 200
MyHKTbI 300POBbS AeTEN U NOAPOCTKOB - 77 158
Bcero 57 1895 7150

oXpaHbl 3[0pOBbS MaTepu M peGeHKa B COCTaBe OAHOro
BegomMcTBa [2].

CneayeT NOAYEPKHYTb, YTO Hayano CTpOUTENbCTBA CO-
BETCKOM CUCTEMbI OXpaHbl MaTEPUHCTBA M AETCTBA MPOMUC-
X04uno B rofbl [pakaaHCKOM BOWHbI U HEGBLIBANOrO ronoaa
1921/22 rr. Tpareanss nopoauna 601blIOE YUCIO CUPOT,
MNageH4YecKas CMEpPTHOCTb 6blfla Ype3Bbl4aMHO BbICOKOM
W fgaxe B ctonuuax, Mockse u lleTporpage, ee ypoBeHb
pocturan 30% [5]. HecmoTpss Ha KpanHe 3SKcTpemMalb-
HYIO CUTyalMIO MOCJEBOEHHOW pPa3pyxuv M KoaocCCabHbIX
HEB3rofl HaceneHus Npu NPOBEAEHMM WHAOYCTPUanM3aumu
N KONNEeKTUBM3aLMKU, OpraHbl AETCKOro 34paBOOXpPaHeHMUS
CYMENM 3aN0XNTb OCHOBbI HE MMEIOLLEN aHaNOroB B MuUpe
rocylapCTBEHHOW CUCTEMbI OXPaHbl 340POBbS AETEN U NOA-
POCTKOB.

Mepen nepBbiMKM OpraHM3aTopamMu CUCTEMbI [JETCKOro
3[1paBOOXpPaHEHMS B MONOAOM rocyaapcTee, HeGbiBaaoM Mo
CBOEMY COLManbHO-MONMMTUYECKOMY COAEPXKaHWIo, BCTaau
TPU CNOXHENLLIME NEPBOCTENEHHbIE 3a4ayM.

NMEPBAAd — o6ocHOBaTb WMAOEONIOTMYECKUE U TEOPETU-
YeCKne OCHOBblI HOBOW rOCYyAapCTBEHHOM CWUCTEMbl OXpa-
Hbl 3[0POBbSA MaTepu U pebeHKa (ocTaBuM dunocodam
M WCTOPUKaAM WOEONOTMYECKME — MAPKCUCTCKO-NEHMH-
CKMEe — OCHOBbI 3TOM cucTembl). OTMETUM, YTO KaKue Obl
oTpuuaTeNnbHble MOCNEeACTBUA HW Hecna abcontoTusauns
poNvM rocygapcTBa B XWM3HU W [OeATENbHOCTM 4Yel0BEKa,
roCylapCTBEHHbIN XapaKTep CUCTEMbI OXPaHbl MaTepPUHCTBA
W OeTcTBa cTan pelaowmnm GakTopom B Aefe COXpaHeHus
WU3HU U 300poBbs AeTen COBETCKOM pecnybnnKu. Yto e
KacaeTcsl TEOPETUHECKMX OCHOB, TO BeaylMMK NpUHUMNa-
MW OpraHu3auuyM MeAMLMHCKOM MOMOLLM AETAM Gbln NPO-
BO3I/1alleHbl OKa3aHWe NepPBUYHON MeOWLIMHCKOM MOMOLLM
BpayoM-neanaTpom, a He BpavyoM 0OLEN MPaKTUKKU; NPOPU-

B.MN. le6enesa

E.T. PaguH

NaKTUKa; AMcnaHcepu3aLms; akTUBHOE yqacTue o6LEeCTBEH-
HOCTM W LUMPOKMX CJI0EB HACENEHUS B COXPAHEHWUWM XKM3HU
1 300poBbsa pebeHKa [3]. Cornacutecb, 03HaA4Y€HHbIE MPUH-
LMNbl, KOHEYHO e, HaMOSIHEHHbIE HOBbLIM COAEPXKaHUEM,
HOBbIMM dOpMamMKn AeATENLHOCTU, HOBbLIMU TEXHONOTMAMM,
a6COMOTHO He MOTEPSIIM CBOEro NMPUOPUTETHOrO 3HAYEHUS
N CErofHs.

BTOPAA — co3paTb A1 oKasaHus nevyebHo-npoduiak-
TUYECKOW NMOMOLLM JETCKOMY HAaCENEHUIO CETb COOTBETCTBY-
IOLLMX yupexaeHnn. MOXXHO 060CHOBAHHO KOHCTaTMpOBaThb,
4YTO yKa3aHHas 3agada B CoBeTckon Poccun 6bina pelleHa
K Hadany 30-x rogoB (tabn.) [6, 7]. 3HayeHne aToro cobbl-
TUS B WUCTOPWMM CTpPaHbl BECbMa TOYHO OLIEHM BEIMKUM
netckun Bpad [ H. CnepaHckui. Ye B 1926 I. oH nucan,
yto B CoBeTcKOM pecnybnuKke «B o6nactu OMM co BpemMeHu
pPEBONIOLMN COBEPLUEH TPOMAAHLIN War Brnepes, HacTo/bKO
60NbLWON, YTO Mbl ONEpPeannIn HalKnx KynbTypHbIX COCeneN,
HecMoTpsi Ha OO6LLy0 OTCTasoCTb B KY/bTYPHO-3KOHOMMUYE-
CKOM OTHOLLEHMN» [8].

TPETbA — paspaboTaTb GyHAaMeHTanbHyto 6a3y Hay4Ho-
ro o6ecne4yeHnss CUCTEMbl OXpaHbl MaTEPUHCTBA U AETCTBA,
B TOM 4MCne Ans NoAroToBKM NeanaTpUYEeCcKMX KaapoB WKpo-
KOro crnektpa. B atmux uenax Mmnepatopckuii MOCKOBCKMM
BOCMUTATENbHbIN AOM Obl1 pEOpraHn3oBaH cHa4vana B [Jom
oXpaHbl MlageHua, a 3atem, B 1922 1., — B [ocygapCTBEHHbIN
Hay4YHbIM MHCTUTYT OXpaHbl MaTEPMHCTBA WM M/afeHYecTBa.
Bbln OTKPbLIT MHCTUTYT OxpaHbl MaTepUHCTBa M MiadeH4ye-
ctBa B JleHuHrpage (1925 r.), a B 06eux cTtonuuax cos-
[aHbl MHCTUTYTbl OXpaHbl 3[0POBbS AETEN W MOAPOCTKOB
(1927 r.) [9]. B nepunog 1923-1927 rr. B MockBe npoLuamn
Tpu BcecotosHbix cbe3aa AETCKUX Bpayen, u Ha NocnegHeM
13 HMX B dopmaTte Bcecoo3Horo obuiecTBa AETCKMX Bpayen
6bin co3aaH Coto3 neanatpos Poccun. Takum o6pa3om, ecTb
BCE OCHOBaHWSA KOHCTATMPOBATb, 4YTO K 1927 r. B Halwewn
cTpaHe Gblna 3anoxeHa dyHaameHTanbHas 6as3a ans pas-
BUTUS HayyHoW neauatpuu [10]. OtgaBas oT4eT B TOM, HTO
CO3[1aHHbIM MHCTUTYTaM He Noj cuy 66110 peLlnTb Npobaemy
NOArOTOBKM KaApoB [AeTCKMx Bpayen, B 1930 r. cyabbo-
HOCHbIM ANSi Pa3BUTUS TOCYAapPCTBEHHOW CUCTEMbI OXPaHbl
3[10POBbS AETEN PELUEHNEM BbII0 OTKPLITUE B MEAULIMHCKMX
By3ax neavaTpuyeckux GakynbTeToB.

CosfaHHble K Havany 30-x rogoB dyHAaMeHTalbHble
OCHOBbl COBETCKOM rOoCyAapCTBEHHOM CUCTEMbI OKa3aHus
MEAMLMHCKON MOMOLLM MaTepsM M AeTam 6GnecTslle AoKa-
3ann B 30-80-x rogax MNpoLLIOro CTONETUS CBOK HOBa-
TOPCKYIO CYLLHOCTb M CMOCOGHOCTb pellaTb CaMble OCTpble,
caMble CNOXHble, Camble HEOT/IOXKHbIE 3a4a4n M NPoGnembl
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B 0611aCTH OXpaHbl MaTEPUHCTBA M AETCTBA B Hallen CTpaHe.
Cyntaem HeobXoAMMbIM BCMOMHWTb M MOKa3aTb Npekpac-
Hble, MOMHble AOCTOMHCTBA M MYAPOCTH NMLA TeX, KTO BOS3-
rnaBua CTPOWUTENBbCTBO FOCYAapCTBEHHOM CUCTEMbI OXpPaHbl
300p0OBbS MaTepu M pebeHka B CoBeTckow Poccun. 310
Bepa MaBnoBHa JlebegeBa u EereHnn lMetposuny PaguH —
pykoBoautenu otaenoB OxpaHbl MaTtepuMHCTBa M AeTCTBa B
HapkomagpaBe PCOCP. 310 akageMuk leopruin HectopoBmy
CnepaHckui 1 npodeccop HOnua ApoHoBHa MeHaeneesa —
nepBble AMPEKTOPa MHCTUTYTOB OXPaHbl MaTEPUHCTBA M MNa-
neH4yecTBa. Mx cyabb6a BO BCEW MOSIHOTE OTpParkaeT Bennyne
W Tpareguio coBeTCKom anoxu: Jlebeaesa n CnepaHCcKuin npu
YU3HU NONYYMUIU WMPOKOe Npu3HaHue, PaguH n MeHaenesa
OblNM penpeccnpoBaHbl CTAIMHCKUM pexxnumom [11].

B pamkax Hawero KoHrpecca cyMtaem Ba)KHbIM 03BY-
YUTb cneayoline npeanoxeHus. lMNpexae Bcero, obpalla-
eMCsl K PYKOBOAMTENSAM MeaMaTpUyecKkor CnyxObl Hallen
CcTpaHbl — K 3amectutento MuHUCTpa 34paBOOXpaHEeHUs
P® T.B. dkoBneBon W aupeKktopy JlenaptameHTa meau-
LMHCKON MOMOLLM AeTAM M CnyxObl POAOBCMOMOXKEHMSA
E.H. ban6apuHowm:

— Iny6okoyBakaemble TaTbsiHa BnagummupoBHa v EneHa
HukonaeBHa! OTgagum gonr 6aarogapHoM NamsiTv, roKaxkKem
npumep BoOcCOUTaHUS UcTopuen — Hauaem B MuH3apaBse
Poccum v B Kopugopax [denaptaMeHTa MeCTO AJ151 TOPTPETOB
OCHOBOI10JI0}KHUKOB POCCHICKOM rocy4apCTBEHHOM CUCTEMbI
OXpaHbl 340p0BbsI Matepu U pebeHka — Bepsbi [1aB/ioBHbI
JlebeneBo n EBreHus lMeTpoBuya PaguHa.

O6palwaemcs K koneram m3 NetepbyprcKkoro MeauLmnH-
CKOro neanaTpmuyecKoro yHuBepcuteTa:

— Kak xopolwuo u npaBusibHO 6b1J10 6bl TOCTaBUTb Ha TEP-
pUTOpPUM YHUBEPCHUTETA PSAOM C BIoCTOM AneKcaHapa Péfo-
poBunya Typa 6tocT KOmn ApoHOBHbI MeHpeneBou.

— HakoHel, 6bi10 6bl MCTOPUYECKNU CrpaBeanBbIM
B XoJsine 3[aHus PoccuicKon MeauLMHCKON akajemMuu
rocaeagunioMHoro obpasoBaHus Ha KyapuHcKou naowaan
psgom ¢ 6ioctom Mapmn [mutpueBHbl KoBpuruHon pas-
MeCTUTb TakoM e — Bepe [NaBnoBHe JlebegeBon, KoTopas
BO3r1aBasna akagemuio 6osiee 20 €T, B BOEHHOE U rocJie-
BoeHHoe nmxonetbe 40-50-x rogos.

lMepexoasa K OCMbIC/IEHUIO YPOKOB, KOTOpPblE, C Hallen
TOYKM 3PEHUS, BbITEKAIOT M3 UCTOPUKM COBETCKOW rocyaap-
CTBEHHOMN CUCTEMbI OXPaHbl 340POBbS AETCKOr0 HaceneHus,
CHavyana HamoOMHWM O ee rMaBHbIX AOCTUKEHUSAX U HEKOTO-
pbIX BbI30BaX, C KOTOPbIMK OHa He cnpaBuiach.

MepBoe M camoe rMaBHOE JOCTUXKEHME, O YEM Mbl yXKe
roBOpUAN, — CcO3[aHne BpavyebHON neanmaTpuyecKom CryK-
6bl B NEPBMYHOM 3BEHE 3[4PaBOOXPaAHEHWS C COOTBETCTBY-
lollen MaTepuanbHOW U KagpoBOW WMHOPACTPYKTYPOW, 4TO
No3BOJINI0 AOBUTLCS CNeayloLWMX YCNeXoB:
® MOTyWWTb MOXap COLManbHOW NaTtonorMm — AETCKOro

Ty6epkynesa n cudpunuca (20-e rogpl);
® 3aMETHO YMEHbLWMWTb AETCKY CMEPTHOCTb OT [aBHOM

B TO BPEMS MPUYMHbI — OCTPbIX KENYLOYHO-KMLWEYHbIX

3aboneaHum (30-e rogpl);
® He JoMnyCTUTb 3NUAEMUM OETCKUX MHOEKLUN B BOEHHOE

1 nocneBoeHHoe Bpems (40-e rogbl);
® CYLWECTBEHHO COKPaTUTb paspblB Mexay MHPPaCTPYKTY-

por neanaTpuyecKom CnyxObl B rOPOACKON U CENbCKOM

MecTHocTsx (50-60-e rogpl);

-
H0.A. MeHgeneBa

IH. CnepaHcKui

® 3aMETHO CHU3WUTb [JETCKYD CMEPTHOCTb OT MHEBMOHWMU:
BMepBble B UCTOPUN YPOBEHb MIAAEHYECKOM CMEPTHOCTH
B CCCP ctan conoctaBuMbIM C TaKOBbIM B psiie CTpaH
EBponbl n CLUA;

° npuaaTb AMHAMUYHOE pa3BUTME Cneuuanu3vpoBaHHOM
MeauuUmMHCKoN nomMolum aetam (70—-80-e roabl).
Cornacutecb, neguvatpam €ecTb YeM ropauTbesa. 370

pe3ynbTaT CaMOOTBEPKEHHOIO TpyAa HaluMX NpealecTBEH-

HWKOB M MHOIUX [efleraToB, CKaXXeM TaK, HE COBCEM OHOMO

BO3pacTa Hawero KoHrpecca. HU3Kni NOKIoH um!

[oBops e 0 npobnemax M Bbi30Bax, C KOTOPbIMU He
cnpasunacb neguatpuydeckas cnyxx6a B CCCP, To rnaBHbIN
nocTynat, noxkanyw, 6yger cnegywouwmm. B nocnegHve aea
[leCATUNETUS CBOEr0 Pa3BWUTUS OHa BO MHOIMOM, KaK W apy-
rMe oTpacnu, npuobpena 4YepTbl 3acTOs: 3SKCTEHCUMBHOE
HanpaB/ieHne, GIOpPOKpaTM3aLms, 3anasabiBaHue ¢ BHeape-
HMEM MHHOBALMOHHbIX TEXHOMOMMIA ANArHOCTUKHK U JIEYEHHS.
Cnyxx6a SIBHO nepecTtana oTBeYaTb OnepaTMBHO Ha BbI30BbI
BpeMeHuW. B noaTBepKAeHME CKa3aHHOMY NPUBEAEM TONbKO
OBa npumepa. Y:e B KoHLe 60-x rogoB npoLusioro Beka 6b110
0YEBUAHbLIM, Y4TO MPUOPUTETOM B [AaIbHEWMWEM CHUKEHWUMU
MaAeHYEeCKOM CMEPTHOCTM AO/IKHO CTaTb Pa3BUTUE CNYKObI
nepu- 1 HEOHATONOMMKU, HO aKTUBHO MPUCTYMUIM K PELIEHUIO
[aHHOM Npo6aembl ToNibKo B 1987 1., Koraa oguH U3 aBTOpPOB
HacTosILlero AoKnaga BO3raBua B CTpaHe Chyx6y oXpaHbl
3[0pOoBbsA MaTepu K pebeHKa. C cywecTBeHHbIM Ono3aaHu-
eM (TONIbKO B MOCTCOBETCKOE Bpems) Obla caenaH npopbiB
BO rMaBe C akageMukoM A.T. PyMSIHLLEBbBIM B JIEHEHUN OHKO-
NIOTMYECKUX 3ab0oneBaHMUI KPOBU: HbIHEWHEMY MOKOMIEHUIO
MeAMKOB-NeaMaTPOB XOPOLO U3BECTHO O CO3AaHMK LieHTpa
M. Anumbl Porayéna.

MTaK, nonbiTaemcs OCMbICIIUTb YPOKKU, KOTOPbIE, C HaLlen
TOYKM 3PEHUS, BbITEKAIOT U3 UCTOPUM COBETCKOM MeanaTpu-
YeCKOW CNyX06bl.

Ypok nepBbiyi. CoBETCKas CUCTEMA OXpaHbl 340POBbS
[IETCKOr0 HaceneHus, 6yaydn no 3aMbiClly M COAEPKAHMIO
Ccyry6o rocyfapCTBeHHON (aAMWHUCTPATUBHOWM), NMPU CBOEM
dopmMUpoBaHMM M Pas3BUTUM MCMOMb30OBana OpraHu3alu-
OHHblE€ TEXHONIOTMWU MELULIMHCKOIO O6CNYKMBaAHWUS AEeTeW,
anpobupoBaHHble B Llapckon Poccunn B Havane XX B. [laHHas
3aKOHOMEPHOCTb (OMbIT MPOLWAOr0 U CBSA3b C HUM) — OAHa
13 dyHaameHTanbHbIX MPUYUH IDPEKTUBHOCTM U ycne-
XOB B cdhepe COXpaHeHUs U YKpenneHus 340poBbs AeTen
B CoBeTckoM Coto3e. BoT TaKKe M Mbl JOSIKHbI, MPOCTO 065-
3aHbl MCMOb30BaTh OMbIT COBETCKOM NeanaTpuu.



Ypok BTOpo#s. Becb OMbIT COBETCKOW 3MOXW cBUae-
TENbCTBYET O TOM, YTO CMCTEMA OXpaHbl 340POBbS MaTepu
M pebeHKa [AO/MKHa onuMpaTtbCa Ha 3aKoHOoAaTesbHylo 6aasy,
COOTBETCTBYIOLLYIO HbIHELWHUM peanusaMm 1 6yaywum 3anpo-
cam. AGCOSIIOTHO OYEBWAHO, YTO B CUTYaLMW HU3KOM POXK-
JaeMocTh, GOPMUPYIOLWEroCs C pPaHHero AETCTBa, CKaXeM
TaK, MHOOPMALIMOHHOIo MeHTanuTeTa (NnoBeaeHus), B pasbl
BO3POCLIEN CTOMMOCTM TEXHONOMMI AUArHOCTUKM U NleYeHuns
WM psiga Apyrmx GakTopoB MeAMKO-CoLManbHOro nopsaka
KpaiHe HeobxoauMM Ans HauMoHanbHOM 6e30MacHOCTM 3aKOoH
06 oxpaHe 340poBbs Aeten. bonee 20 net negnaTpuyeckoe
€006LECTBO BOMMUET O €ro NPUHATUM, @ «<BO3 U HbIHE Tam».

Ypok Tpetuii. COBETCKYID CUCTEMY OXpaHbl 340POBbS
feten, 0CoOGEHHO B MepBble AECATUNETUA ee pa3BuUTUS,
OT/IMYaNo yMeHWe onepaTMBHO pearMpoBaTb Ha BbI30BbI
BPEMEHHU, ObICTPO onpeaensdtb NPUOPUTETbI. IATO KpanHe
Ba)HO W B HacTosiulee Bpems. Mbl ryboKo y6exaeHbl,
YTO rMaBHbIMW MPUOPUTETAMU MEAULIMHCKOrO obecneveHuns
JeTer Ha CeroaHs AOMKHbl CTaTb AeTCKas MHBaIMLHOCTb,
NOAPOCTKOBbLIA BO3pPacT M BOCCTAHOBUTENIbHOE ne4vyeHue
(peabunutaums).

Ypok 4etrBepThiii. Kak 310 6bI10 B 20-e rofbl, Koraa
COTpyaHU4ecTBO HapKomaToB 34paBOOXpPaHEHWs M MNpo-
CBELlEHMS YCMELWHO BHEAPUIO B CUCTEMY AOWKOMBHOIO
W LUKONbHOro 06pa3oBaHns GU3UYECKYIO KyNbTypy U HaBbIKK
CaHWUTapPHO-TUTMEHNYECKOro NOBEAEHNS Y AETEN U UX poaunTe-
Nen, TaK U Mbl AOMKHbI CEMOAHS NOAHATL HA NPUHLMNNANLHO
HOBbIV YPOBEHb LWKOJIbHYIO MeauumMHy — 6yab To dusnye-
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B noarotoBKe coBpeMeHHOro Bpaya-neauatpa npeaycMoTpeHo udydeHune AMCUmnnanHbl «flegarormka» B opanHaType o cre-
umnanbHoctn 31.08.19 «[leguatpusi». AKTyaslbHOCTb TaKoM NOArOTOBKMU ByAylIEro Bpadya CEroAHss HA 'y KOro He BbI3biBaeT
COMHeHMS1. B HacTosiLee BpeMs HaKOM/IEH OnbIT N3y4eHUs JaHHON ANCLMITIMHBI B COBPEMEHHbIX 0TEYECTBEHHbIX MEANLINH-
CKUX By3ax. BmecTe ¢ Tem 3Ta paboTa TpebyeT falbHENLLEro COBEPLIEHCTBOBAaHMS M 0BMEHA OMbITOM C KOJlJIeraMu.
KnroyeBble cnoBa: nejgarorvka, opaMHatypa, NoAroToBKa Bpayvya-neanatpa.

(Ansa ymtupoBaHuns: [puHbKo E. H. Neaarorvka B NoAroToBKe Bpayen-neaMaTpoB Ha YpoBHE opanHaTypbl. Borpock! coBpe-
meHHo# negmnatpmm. 2018; 17 (1): 16—18. doi: 10.15690/vsp.v17i1.1852)

AKTYAJIbHOCTb

Heob6xoanMMoCTb NegarorMyeckon coctaBnsiowen B noa-
roToBKe Oyaywlero Bpaya Ha Bcex 3aTanax ero obyveHus,
B TOM YMCNE U HaA BbICLUEM, CErOAHS HM Y KOrO He Bbi3blBaeT
COMHeHus. bonee Toro, oHa BKtoYeHa B PeaepanbHbIv rocy-
[apCTBEHHbIV 06pa3oBaTe/ibHbIM CTaHAapPT BbiCLIEro obpa-
30BaHUA (NOAroToBKa KaapoB BbICILEN KBannPUKaLMK) npak-
TUYECKM BCeX cneuuanbHocTel opauHatypbl. Cpean BMAOB
npodeccroHanbHOM [AeATENbHOCTU, K KOTOPbIM T[OTOBAT
BbIMYCKHWMKOB, OCBOMBLUMX NPOrpamMmmy opauHaTypbl Mo cne-
unanbHoctn 31.08.19 «[leamatpusi», Ha3BaHbl NPOPUNAKTH-
yecKasi, AvMarHocTMyeckas, nedvebHas, peabwauTaLMOHHas,
NMCUXONOro-neaarornyeckas U opraHn3aunoHHO-yNpaBieH-
yecKas. 15 OCyLecTBNEeHNS BCEX ATUX BUAOB AEeSATENbHOCTH
Heo6Xx04MMbl Nefarornyeckne 3HaHua U yMeHust B 6onbluen
WAN MEHbLUEN CTEMEeHU, 4TO HaLWOo CBOE OTpaxkeHue B dop-
MY/IMPOBKE COOTBETCTBYIOLLMX KOMNETEHLMM.

Tak, yHuBepcanbHas KomneTeHuus YK-3 npsmo npeay-
CMaTpuBaeT «rOTOBHOCTb OPAMHATOPa K y4acTuio B nejaroru-
4eCKOM [edATeNbHOCTM MO NporpammamM CPeAHEro U BbiCLWEro
MeAMLMHCKOro o6pa3oBaHns UK CpeaHero u Bbicwero dap-
MaLLeBTUYECKOro 06pa30BaHMs, a TaKKe Mo LOMNOAHWTENb-
HbIM MpodeccroHaNbHbIM NporpaMmmam Aas auL, UMEeKoLLMX
cpeaHee npodeccrMoHanbHoe UK Bbiclee obpa3oBaHuer [1].
A npodeccrmoHanbHas KoMNeTeHLMs, Heobxoanmas 41 NCUXo-
NOro-nefarornyecKkomn AedTeNbHOCTH, OnpeaeneHa Kak «roToB-
HOCTb K GOPMUPOBAHHIO Y HAceNeHUs, NaLMEHTOB U Y1EHOB MX

Elena N. Grinko

cemMei MOTVBaLIMK, HanpaBIeHHOM Ha COXpaHEHUWE W YKpene-
HWe CBOEero 340p0Bbs ¥ 340P0BbS OKpyatowmx (MK-9)» [1].

Cpenv yH1BepcanbHbIX KOMMETEHLIMIA MOXET BbITh TaKKe
BblJefleHa KoMNeTeHTHOCTb YK-2, nmetoulas obpasoBaTtesib-
Hble M BOCMUTATENbHbIE ACMEeKThl: «FOTOBHOCTb K yrnpasJe-
HWIO KOJIIEKTMBOM, FTOTOBHOCTb TONEPAHTHO BOCMPUHMMATb
colManbHble, 3THUYECKME, KOH(ECCUOHANbHbIE U KYNbTyp-
Hble pasanuyus» [1].

JleyebHbIn 1 NPOPUNAKTUHECKUN BUA AEATENbHOCTU
npeanonaratloT Takxe GopMUPOBaHME KOMMETEHLMIA, UMe-
[OLLMX TCUXONOro-NeaarorMyeckme acnekTbl, MOCKONbKY
1 nedveHne, U NpoduUnaKkT1Kka cBsi3aHbl ¢ 06LLIEHNEM C NaLK-
E€HTaMM U WX MPeACcTaBUTENSIMU, C TPYNMNamMu HaceneHus B
YCNIOBUSIX MOBCEHEBHOCTU M B YPE3BblHAMHbIX CUTYaLUAX;
¢ ob6y4yeHnem aeTen, NoAPOCTKOB M B3POC/bIX Ntogen onpe-
JEeNEHHbIM AENCTBUAM MO yxo/y 3a 60/bHbIMUW U MPKU BbIMNO-
HEHUM Ha3HAYeHWW Bpayva; C BOCMUTAHMEM Yy MaLIMEHTOB
NPaBWIbHOrO OTHOLWEHUSA K CBOEMY 3[0POBbIO, K BEAEHUIO
3[0pOBOro 06pasa M3HWU. ITO Takne npodeccuoHasnbHble
KomneteHumun, Kak MK-1, NK-6 n NK-7 [1].

KaK BMAUM, 3N1EMEHTbI MCMX00ro-neaarorMyeckomn noj-
rOTOBKM «BCTPOEHbI» B MOJ€/lb AEATENbHOCTH Bpaya-neau-
aTpa v NpPeacTaBNAlT CO60M OAHY M3 BaXKHENLINX €€ COCTaB-
NSAOLLMX.

Cnepyetr 06paTWTb BHMMaHuWe Ha ABE CTOPOHblI 3TOr0
BOMpOCa Npv NeaarorM4eckon NoaroToBKe Bpaya-neavatpa
B opauHatype.

Pacific State Medical University, Vladivostok, Russian Federation

Pedagogy in Medical Residency Training of Pediatricians

The training program for a modern pediatrician involves the study of Pedagogy in medical residency in specialty 31.08.19 Pediatrics.
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Bo-nepBbix, HEO6X0AMMO MOMOYb ByayLIeEMY Bpa4vy OCBO-
WUTb P BarKHbIX 3HAHWW, YMEHWUW, HABbIKOB U KOMMETEHLINM
neaarorMyeckoro xapakrepa, 4Tobbl OH rpamMoTHO U 6onee
3O PEKTUBHO OCYLLECTBSAN CBOK AEATENIbHOCTb MO OTHOLIE-
HUIO KO BCEM KaTeropuam fuu, OKa3blBaloWMXCs B none
ero npodeccMoHanbHOro BHUMaHus, 06y4an U BOCMMUTbIBaA.
A, BO-BTOpbIX, 06y4eHWe B opauvHaType AOIKHO npegycma-
TpuBaTb 3N1EMEHTbl BOCMMTaHUs, 06pa30BaHuUs, 06ydYeHus
1 Pa3BUTHS IMHHOCTU CaMOro OpAMHaTOPa U1 C MO3WLIMK HaYKH,
M C MO3ULMK BbIPpabOTKM Y HEro neaarorMyecku 3Havyumblx
KayecTB JIM4YHOCTH.

COBPEMEHHOE COCTOSIHUE NEAArOrM4ECKOM
NMOAroToBKU BPAYEM HA BbICLUMX YPOBHAX
OBPA30BAHUSA

B HacTosillee BpemMsa B NporpamMMmy OpAMHaTypbl U acnu-
paHTypbl BKIOYeHa AucumnamHa «flegarornkar, 4to ABASA-
eTcsl NPOAOSIKEHMEM MCUXONOro-Nejarormyeckor noaroToB-
Kn 6yayuiero Bpadva, ocyuiectBnsgemonm Ha 1-6-x Kypcax.
MpoBoAsATCS Hay4Hble UCCNeAoBaHMS MO YKa3aHHbIM Npobne-
MaM, HaKoM/EeH ONbIT NejarorM4yeckor NOArOTOBKM ByayLimx
Bpayen pasHbix creunanbHOCTEN Ha BbICLIMX YPOBHSX 06y4ye-
HWS, B TOM YUCAE M MO NeanaTpun.

Tak, E.}O. BacunbeBa W coaBT.,, 0606Wasa peaynbrathbl
Hay4HbIX UCCNefoBaHUi Mo JaHHOMY BOMpPOCY, B npeanarae-
MOM y4e6HOM MNOCO6UMN FTOBOPST O TOM, YTO «B CUCTEME MPaKTU-
4YeCKOro 34paBooXpaHeHnst NOTPe6GHOCTb B MCUMXON0ro-nega-
rOrM4yecKon NOAroTOBKE CrneunanncToB-MeanKoB oLLyllanach
yXe [aBHO», YTO MPETEeH3UW K MeauKam B 6OJbLUMHCTBE
C/ly4aeB KacatloTCs He CTO/IbKO MpodecCUoHasbHbIX 3HaHUM
W YMEHUHN, CKOJIbKO KayecTBa O6LIEHWS, B3aUMOOTHOLIEHNUNI
Bpaya M nauueHTa, yMEHUS BblCayllaTb, MOHATb, OGbACHUTD,
BbIpa3nTb covyBCcTBME [2]. 3TO ¢ 0AHOM CTOPOHLI. C apyron —
06bSICHEHWE 3TOMY Y4€eHble BMAAT B NpeobnagaHuu natoreHe-
TMYECKOM NapagurMmbl B MeAMUMHCKOM 06pa3oBaHum: CTyaeHT
B nepuop o6y4eHnss B By3e BCE CBOE BHWMaHWe HanpaBnseTt
Ha NOHMMaHWe TOro, KaK «Ilan 3abonesatot, 60N1E0T U YMU-
patoT», U NAOXo npeacrtaBnsieT cebe, Kak He 3aboneBatoT
1 Bbl3gopaBnavBatoT [2]. Kpome Toro, npensaTtcTBUEM Ha «MyTH
ycnewHoro oby4YeHUss U BOCMUTAHWUS MaLMEHTOB CaMOCO-
XpaHWUTENbHOMY MOBEAEHMIO» YYEHble CYUTAIOT «cnabo Bbipa-
KEHHYI0 MOTMBALMIO Bpayen Ha MCMXO0ro-neaarormyeckyto
[eATeNbHOCTb NPU HEAOCTaTOYHOWM FOTOBHOCTU K Hewnr [2].
ABTOpblI B AaHHOM MOco6uW, aapecoBaHHOM OpAMHATOpaMm,
0606LaloT U NPaKTUYECKUI ONbIT, PaCcKpbIBalOT coaeprKaHue,
negarornyeckune 3agadm U TEXHONOMMM NCUMXONOro-negaroru-
4YecKon paboTbl Bpaya C NaLueHToM.

B KayecTBe npvmepa COBPEMEHHOMO Moaxoda K MOAro-
TOBKE Bpayen-opanMHaTopoB B 06NACTU NefarorMkyv MOXHO
NPWBECTU ONbIT Kadeapbl Negarornkn U NCUXoNorun dakynb-
TeTa nocnegunaomMHoro o6bpasoBaHus [lepBoro CaHKT-
MeTepbyprcKoro rocyaapCTBEHHOr0 MeAMLMHCKOro yHUBEP-
cuteta uM. akageMunka W.T. MaBnoBa. OnucbiBas 3TOT OMbIT,
N.B. TenbHiOK oTMeYaeT: «Kypc «[legarormka» ans cnyware-
nen-Bpayen B NOCTAUNIOMHOM 0BYy4YeHUM NpecneayeT OCHOB-
HYlO Lelb — MOAFOTOBKY KAMHMUMCTA K CaMOCTOSTENIbHOM
nejarorMyeckon AesaTenbHOCTM, KOoTopas WMHTerpupoBaHa
B €ro HemocpeacTBEHHY NpodeccMoHanbHylo AeSTENbHOCTb
M HE MbIC/IUTCS 6€3 GOopPMUPYIOLLMXCS OCOBEHHOCTEN OTHOLE-
HUM C cyObeKTaMK nevyebHO-negarormyeckon cutyaumu, Kyaa
BKJIIOYEHbI Bpay U ApYyron MeauLMHCKKUI nepcoHan, 60/1bHON
M ero pogHble n 6n1n3kuer [3]. NpakTuyeckas HanpaBieHHOCTb
Kypca, GpopMUpoBaHME negarorMyecknux HaBblKOB B paboTte
C nauMeHTaMu, OCBOEHWE OCHOBHbIX MOHATUIA MeAarorMku
06y4EHUST U MCUXONOTUKU OBLLEHHMS, BbIMNONHEHWE TECTOBbIX
3afaHnn, npegycmaTpuBaloLLMX aHanmM3 npeacraBaeHumn Bpa-
Yya 0 IMYHOCTH BONILHOMO, O €ro FOTOBHOCTU K COTPYAHMYECTBY

C Bpay4yoM, AatoT, MO MHEHWIO aBTopa, NONOXKUTENbHbIE Pe3yb-
TaTbl. 06 3TOM e CBUAETENbCTBYIOT U UCCNeQoBaHUs, Mpo-
BEiEHHble B rpynnax ciywaTenen no 3aBepLlieHnn kypca [3].

Taknum 06pa3oM, HEOOBXOAMMOCTb BK/IKOYEHMA nedaro-
MKW B MNPOrpaMMy MNOArOTOBKM OpPAMHATOPOB B KayecTBe
OCHOBHOW (a He BapuvaTUMBHOM) AUCLUMMINHBI NPU3HaHa BCe-
MM, MOArOTOBKa 3Ta OCYLWECTBNSETCH Ha COBPEMEHHOM 3Ta-
ne B MEAMUMHCKMX BYy3ax, UMEKTCS HayyHble TeopeTuye-
CKME WCCNEeAO0BaHMA U NPaKTUYECKUI OMbIT ee peann3dauuu.
BwmecTe ¢ TeM TeopeTMYeCKMe UccneaoBaHms B 3ToM obnacTy,
6€e3yCcnoBHO, TPEBYIOT CBOEr0 NPOAO/IKEHUS, @ MPaKTUYECKMI
ONbIT — AaNbHENLIErO HAKOMIEHUS.

COAEPXAHME U CTPYKTYPA AUCLIUIJIUHbBI

«MEAATFOrMKA» B TTMY HA YPOBHE OPAUHATYPbI

B ydye6HOM nnaHe opavHaTypbl MO cheuuanbHOCTH
31.08.19 «[lleanaTtpus» TMXOOKEAHCKOro rocygapcTBEHHO-
ro MeAMUMHCKOro yHuBepcuTeTa aucuuniaunHe «fegarorvka»
oTaaHo 36 4, M3 HUX 26 — Ha CaMOCTOSITENIbHYIO pPaboTy.
B ocTanbHble Yacbl OCYLLECTBASIOTCS NPaKTUYECKUE 3aHATUSA
W KOHTPOJb HaJ CaMOCTOSATEIbHOM PaboTon CTYAEHTOB.

CopeprkaHue pasgeneHo Ha 4 6noka:

e [legarornka Kak Hayka;

e BocnutaHWe B cUCTEME Nefarormku;

e (Q6y4yeHue 1 pa3BUTUE B CUCTEME NeaarormKku;
e [legarornyeckast KOMMyHUKaLMS.

MocKoNbKy Ha NpeablAyLMX CTyneHax o6y4eHns CTyAeHTbI
Y€ UMENN AeNno ¢ NeAarorMkomn, Mbl ONMPaemcst Ha UMeoLLK-
ecsl NpefCcTaBNeHNsa U 3HaHUS, O4HAKO NpW 3TOM obpalLaemcs
K 9TOM HayKe KaK LLeNocTHOM cdepe ¢ ee BarKHENLWNMU KaTe-
ropusIMK, NOHATUSIMU, 3aKOHOMEPHOCTAMM U MPUHLMNAMMU.

B pasgene «[legarorvka Kak HayKka» pacKpblBaeM METOA0-
NIOTMI0 U COBPEMEHHYIO Hay4HYIO Mapaaurmy, Noaxoabl K 1ay-
YEHWIO MeJarorMyeckom peanbHOCTU, MECTO MeaWMLMHCKOM
neaarorvku B chepe nefarorMyeckoro 3HaHus, Lenu, 3agaqu
W KaTeropuMu negarornku, 0Co6EHHOCTM nejarornyeckoro
npouecca. lpu aTtom obpallaeM BHUMaHWe OpPAMHATOPOB
Ha TO, YTO MnejarornMyecKass LEeMCTBUTENbHOCTb HaxoguTCs
He 3a «CeMb0 MOPSIMMW»: OHa OKPYXKaeT Hac AoMa v Ha paboTe
M CyllecTBYeT HE3aBWCMMO OT HaLIero KenaHus, Mo3ToMy
ee Heo6x0AMMO 3HaTb, MOHWMAaTb €€ BAWSHWE, y4acTBOBaTb
caMWMM B MejarorMyeckom npolecce — Tam, rae BO3HWKaeT
noTpebHOCTb B 06pa3oBaHMK, BOCMUTAHUKU, OBYYEHUN U pas-
BUTUM — CaMUX 1 cebsl, MOAYUHEHHbIX, CBOUX MALMEHTOB UK
pas3fnn4HbIX rpynn HaceneHus. OCHOBHas Lielb COBPEMEHHON
neaarornkn — «BCeMepHoe cnoco6CTBOBaHNE LIMBUAIN30BaAH-
HOW caMopeanun3alunm KaxKAoro YesoBeKa B KU3HU U pas3Bu-
THIO 06LLEecTBa, co3aatowWwero ycnosus ansa atoro» [4]. A cpeau
MHOECTBa onpeaeneHni OCHOBHbIX KaTeropum negarormku
(o6bpazoBaHue, BocnuTaHMe, 06y4yeHne 1 pasBuTUE) Bblaens-
€M TaKue, KOTopble Hauny4lnm o6pa3om nepesatoT akTyasb-
Hble 3aJayn negarornku.

O6pas3oBaHne — 31O «0bOralleH1Me YenoBeKa CUCTEMOM
dyHOaMeHTanbHbIX (FMYO6OKKX, Hay4YHbIX, CUCTEMATU3UPOBAH-
HbIX, Pa3HOO6pPa3HbIX) 3HAHWK M COOTBETCTBYIOLLMX YMEHUN,
Ka4yecTB M CNOCOBHOCTEN, OTBEYAIOLLMX COBPEMEHHOMY YPOB-
HIO KynbTypbl U UMBUAM3aUuW» [4]. BocnntaHue — «popmu-
poOBaHWE Ba)KHEWLWMX COLMaNbHbIX KayecTB 4YeNnoBeKa Kak
JIMYHOCTHU, FrpaxaaHWHa obLecTBa U HocKTeNs obLevenoBeye-
CKMX LLleHHOCTEW (AYXOBHbIX, HPABCTBEHHbIX, MMPOBO33pEHYE-
CKMX, NATPUOTUYECKMX, MPABOBBIX, KYNbTYPHbIX, 3CTETUYECKMX,
3TUYECKMX, TPYAOBbLIX M Ap.), @ rpynnbl — KaK couuanb-
HOM f4enKn obuwecTtBa» [4]. PasButne — «KONMYECTBEHHbIE
M KayeCTBEHHble U3MEHEHMS B JIMYHOCTM U YENOBEYECKOM
06LWHOCTH, BeayLUMe K NOBbILEHWUIO YPOBHS UX BO3MOXKHOCTEMN
B JOCTUXEHWN KU3HEHHOIO ycnexar [4]. O6ydeHne — «hpopmMu-
poBaHue y ntoaen 3HaHUM, HaBbIKOB U YMEHWI NO OTAENbHbIM
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CouunanbHasa neguMaTpusa U opraHu3aums 3gpaBooXpaHeHuUs

BOMpOCaM XW3HeAeATENbHOCTH, TPyaAa, Y4eOHbIM NpeameTam
M UX KOMMAEeKcaMm, chepam OKpPYKAOWEro MuUpa WU KU3HMU,
BMAaM geaTtenbHocTu» [4]. O6pallaeM BHUMaHWE Ha TO, 4TO
noboe, Hanpumep, BocnuTbiBatolee AENCTBUE OCYLLECTBNS-
eTcsl B eAMHCTBE C 006y4yeHneM, 06pa3oBaHUEM U Ppa3BUTUEM,
a TaKKe B CTPYKTYpe nejarormyeckoro npowecca, y KoToporo
eCTb CBOM 3aKOHOMEPHOCTU M KOTOpble HEOOGXOAMMO 3HaTb
W Y4UTbIBATb, €CM Mbl XOTUM AO6GUTLCS pesynbraTa.

Pasgen «BocnutaHue B cuctemMe neaarornku» npegycmar-
puBaeT y4eT 0COBEHHOCTEN MpoLecca BOCMUTAHUS KaK ClOX-
HOro, MHOrOaKTOPHOro, AMHAMUYHOIO, AIMTENLHOIO U Henpe-
PbIBHOIO IB/IEHWS CO CBOMMM 3TanamMu. Jtanbl BOCAUTAHUS —
370 CTaauMn GOPMUPOBAHUS CO3HaHUSA, YOEXOEHWH, 4yBCTB,
HaBbIKOB ¥ MPUBbIYEK MOBEAEHUS. ITO 3HAYUT, HaNnpUmep, 4To
O[HOTO C/I0Ba, CKa3aHHOro BPa4yoM, HEAOCTaTOYHO: He CTOWUT
HaAenTbCs B NPOCBETUTENbCKON paboTe TONIbKO Ha NPaBUbHbIE
cnoBa. [oKa HeT y6exxaeHus, NoKa He NpoYyBCTBOBAHO YenoBe-
KOM YTO-TO KaK He4YTO poAHoe, MPUSTHOE, MoNe3Hoe, NoKa 3To
He4YTo He 06pesno XxapaKTep HaBblKa W MPUBbLIYKKM MOBELEHUS,
HeT M BOCMUTaTeNbHOro pesynbrata. Beas pa3roBop 0 BMAax
W 3ajadvax BOCMWTaHMS, Mbl pa3bupaem C opauHaTopamu Te
M3 HUX, YTO MMEIOT NEPBOCTENEHHOE 3HAYEHNE ANst ero Gopmu-
poBaHMS Kak Bpadva-neamnatpa; ocoboe BHUMaHWe obpaliaem
Ha caMoBOCMUTaHMWeE, Ha ero npuembl 1 Gopmbl.

B pasgene «06y4yeHne 1 pa3BuTMe B cUCTEME Neaarormkm»
0TMEYaeM NPEenMyLLECTBEHHO Te NPUHLMMNbI (CO3HATENbHOCTH
M aKTMBHOCTHU, HarnsiAHOCTH, MPOYHOCTU, HAYYHOCTH, AOCTYM-
HOCTW U Ap.), HA KOTOPbIX AO/IXKHO CTPOUTLCA 0By4YeHne aeTen
W B3POC/bIX ONpeaeneHHbIM e4ebHbIM U MPOdUNaKTUYECKUM
OencTBMaM; cobnogaem Te npaBuna, 6narogaps KOTopbiM 3Tu
NPUHUMNbI 6yayT paboTaTb; OTOMPaeM Te MeTOAbl (C10BECHbIE,
HarnsgHble, NpaKTUYecKKe), KOTopble MOXHO WMCMONb30BaTb
B 06y4E€HMM pa3HbIX KaTeropmi NauueHToB.

Pazpnen «[legarornyeckass KOMMyHWKaLNS» OaeT BO3MOXK-
HOCTb pPaccMOTpeTb OCOGEHHOCTM Meaarorn4yeckon npodec-
CUM W CBOMCTBa nefarora Kak IMYHOCTM U NpodeccuoHana
W HaWTW YepTbl CXOACTBA C BpayebHON A4eATeNbHOCTbIO U PUry-
pon Bpaya. eparornyeckas npodeccus, Kak U npodeccus
Bpaya, OoTHOcKTCA K Tuny «Henosek—Yenosek». B ncuxono-
FMYECKOWM CTPYKType IMYHOCTM YYUTENs U Bpadva MOryT GbiTb
BblAeneHbl obLierpaxkaaHCcKknue, HpPaBCTBEHHO-NCUXON0rnye-
CKME W Apyrue KadectBa M CNOCOOBHOCTU, HEOBXOAMMbIE ANs
ycnewHoro o6LeHUs U NPOLYKTUBHOM AEATENBHOCTU B LIEIOM.
CoBpeMmeHHble Hay4YHble UCCNeA0BaHNA NOATBEPKAAIOT 3aBK-
CUMOCTb 3OPEKTUBHOCTM NeYEHU OT KadvecTBa B3auMO-
OEeNCTBMA Bpaya M NauueHTa. [MoaTomy B AaHHOM pasgene
peyb MAET O CTUNSX MegarorM4yeckoro (BpadvebHoro) oblie-
HMA M TUNax O6LEHNS MOHOMOTMYECKOro U AUANOrM4ecKoro
pexunmoB. OTBOAMTCA MECTO U KOMMYHUKATUBHOW pevyeBow
KynbType negarora (M Bpada).
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BBEAEHUE

KnuHUYeckrne pekoMeHaaumn co3gaHbl HAa OCHOBaHWK
COBPEMEHHBIX MEXAYHAPOAHbIX KIMHUYECKUX PEKOMEH-
Jaunn Mo OMarHOCTUKEe, NevYeHuto U BedeHUto OO0NbHbIX
CUCTEMHOM KpacHon BondaHKkon (CKB). [laHHble KInHKYe-
CKWe peKomeHaauunu nepecmartpmpatotea 1 pas B 3 roja.

OnucaHue MeTof0B, UCMOJIb30BaHHbIX
ANS OLEHKU loKa3aTeNbCTB
[na OuEeHKM YypOBHS AOCTOBEPHOCTM [AOKa3aTenbCTB

(YOO) n ypoBHS ybeauTtenbHoCTH pekomeHaauunn (YYP) no

KaXKAOMy Te3WcCy-peKoMeHaauun 6bli BbINOAHEH OTAENb-

HbIM cUCTEMATUYECKMI 0630p AOKa3aTeNbCTB 3IQOEKTUBHO-

CTU U/nnn 6€30MNacHOCTU MeAULIMHCKOro BMellaTeNbCcTBa,

BK/IOYAIOWMI cneayrolme atansbl:

1) onpeaeneHne KpUTEPMUEB NOUCKA M OTOOPa NyGAMKaLIMI
0 K/AMHMYecKux uccnepgoBaHusax (KU) adpdektuBHOCTH
n/vunn 6e30MacHOCTM MeAULIMHCKOro BMellaTeNnbCcTBa,
OMNUCaHHOro B Te3nCe-peEKOMEHJaLNu;

2) cuUcTeMaTU4YeCcKUM NoUCK u oTéop nybnukauun o KU B

COOTBETCTBUM C ONPESENEHHbIMU PAHEE KPUTEPUAMMU;
3) onpepenenve YO n YYP Ha OCHOBaHWW pe3ynbTaTtoB

CUCTEMATUYECKOr0 NoncKa 1 oTéopa nyénukauun o KN.

CuctemaTMyecKku nouck nyénumkaumm o KM BbinonHeH
B 6a3e gaHHbix PubMed, KokpaHoBCKOM 6MGIMOTEKM, OTe-
4YeCTBEHHOWM Hay4YHOM 3NIEKTPOHHON 6MGMOTEKM eLibrary.ru.

[ny6uHa novcka — 6e3 orpaHnyYeHunm.

Ona onpepenennda YA/ vcnonb3oBanuch LLkana oueH-
Kn YOO Ons OuarHoCcTMYEeCcKMX BMelwartenbcts (Tabn. 1)
n Wkana onpepenenunsa Y4/ ona ne4yebHbIX, peabunutaum-
OHHbIX, TPOdUNAKTUYECKUX BMELLIATENBCTB.

YpoBeHb GPP (Good Practice Points — wHAauKaTopsbl
[LOGPOKaYeCTBEHHON MPaKTUKK: peKomeHayeMas Lo6poKa-
YeCcTBEHHasA MpaKTuKa 6a3upyeTcs Ha KIIMHWMYECKOM OnbiTe
yneHoB Paboyew rpynnbl No pa3paboTke peKoMeHaaLumi)
npuceavBaeTcs Te3ncaM-peKoMeHalLunsaM, OTHOCHALLMMCS
K cOopy ¥anob 1 aHaMHe3a nauuneHTa, Pu3nMKanbHOMY OCMO-
TPy NauMeHTa, a TaKXe XapaKTepu3ylolWwnm opraHu3aLmio

*  depepanbHble KIMHUYECKME peKoMeHaL MK pa3mellieHbl Ha canTe http://www.pediatr-russia.ru/sites/default/files /file /kr_skv.pdf
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KnuHuyeckue peKkomeHaauum

Ta6nuua 1. LLIkana oLeHKMU YpOBHS AOCTOBEPHOCTU foKa3aTenbeTB (YA4) Ans AMarHoCTMYECKMX BMeLlaTenbCTB
Table 1. Scale for assessment of the evidence reliability level of diagnostic interventions

yaa Uepapxusa au3ainHOB KJIMHMYECKUX UCCieOBaHUI (N0 YObIBaHUIO YPOBHSA AOCTOBEPHOCTU AOKa3aTenbCTs oT 1 fo 5)
1 CucrtemaTtnyecKkne 0630pbl UCCIefoBaHUM ¢ KOHTponem pedepeHCHbIM METOAO0M
2 OTJJ,eﬂbeIe nccneaoBaHmUsa ¢ KOHTponem ped)epEHCHbIM MeToA0M
3 MCCﬂe,U,OBaHVIFI 6e3 nocnenoBaTelbHOro KOHTPOA ped)epeHCHblM MeToA0M 1NN UccnegoBaHnda C ped)epeHCHbIM MeToAoM,
He ABNdloWKMMCa He3aBUCUMbIM OT UCCneayemMoro Metoa
4 HecpaBHwTeanue nccnenoBaHud, onncaHue KNMHUYeCKoro cayyasa

MmMeeTcs nuiwb 060CHOBaHME MexaHU3Ma AeVCTBUSA MM MHEHUE IKCMEPTOB

MEAMLIMHCKON MOMOLLM (OpraHusaumio MeguLMHCKOro npo-
Lecca), B cilyd4ae ecnu ang MeauuMHCKOro BMellaTenbCeTBa,
OMUCaHHOro B Te3uUce-peKoMeHaaL M1, OTCYTCTBYIOT JOKa3a-
TenbcTBa 3GPEKTUBHOCTU U/MNK 6e30NacHOCTH (MO pesysib-
TataM CUCTEMaTM4YeCcKOro rnoucka u otbopa nybauvKauum
0 KW, He HamaeHo Hu ogHoro KW addeKtuBHOCTU MU/unu
6€30MacHOCTM MEeULIMHCKOro BMmellaTenbCeTBa, OnuchiBae-
MOro B Te3uce-peKoMeHaaLmMun) U B cnydae ecnu no pesysb-
TataM CUCTEMATMHYECKOro MOUCKa v oT6opa ny6nmKauuin o KM
HaneHbl Ny6MKaLMK TOJIbKO O HeCpaBHUTENbHbIX UCCneso-
BaHMSX, ONUCaHUSA KIIMHWYECKUX CllyHaeB UIn Cepun cinyyaes,
1 BbinonHeHne KW Gonee BbICOKOro JvM3arHa HEBO3MOMKHO
B CW/ly 3TUYECKMX MpPUYUH. YpoBeHb GPP He MOXeT 6blTb
BK/IOYEH HM B oauH U3 Y[/[], a TakKe He TpebyeT onpenene-
Hus YYP (no npuynHe OTCYyTCTBMA JOKa3aTebHOM 6a3bl).

YpoBeHb GPP npucBauBancs Te3ncam-peKoMeHaaunam
npU JOCTUXEHUN KOHCEHCYca Paboyen rpynnow.

KPATKAl UHOOPMALIUA

OnpepgeneHue

CuctemHas KpacHasi BondaHka (M32 no MKB-10) —
CUCTEMHOE ayTOMMMYHHOE 3abosieBaHWe HEU3BECTHOM 3TUO-
/IOTMK, B OCHOBE KOTOPOr0 JIEKMUT FeHETUYeCcKHU 0O6YCI0B-
JIEHHOEe HapylleHMe UMMYHHOW perynauuu, onpegensiouiee
obpas3oBaHne opraHoHecneuMPUUYECKUX aHTUTEN K aHTu-
reHam saep KNeToK M UMMYHHbIX KOMMJIEKCOB C Pa3BUTUEM
UMMYHHOIO BOCMasfeHUst B TKAHAX MHOMMX OPraHoB.

JTHUoNOrusa U naToreHes

3Ttnonorma CKB 10 HacTosLLero BpEMEHU OCTaeTCs Hesic-
HOWM, 4YTO onpefensieT TPYAHOCTM AMArHOCTUKU W NeYeHus.
Mpegnonaraetcs posb PasnUyHbIX IHLO- U IKIOTEHHbIX daK-
TOPOB, TaKUX KaK reHeTuyeckas npeapacnofioKeHHOCTb,
ropMOHasibHble U BHELLIHEeCPeaoBble NPUYNHbBI, MHOEKLMN.

FeHeTu4eckas npeagpacnonoxeHHocTb. O ponu Hacnes-
CTBEHHOCTM CBWAETENbCTBYIOT BbICOKas YacToTa pa3BUTUA
CKB B ceMbsix MaLMEHTOB, MHOFOKpaTHO 60Jiee BbICOKMI
noKasaTeslb KOHKOPAAHTHOCTU (4acToTa MnopakeHns 060Mx
napTHepoB 6IM3HEL0BOW Napbl) cpei MOHO3UTOTHbIX 6113-
HELOB MO CPaBHEHWUIO C AU3WUIOTHBLIMU, BbISIBJEHWE Y KIUHU-
YEeCKW aCMMMNTOMHbIX POACTBEHHUKOB MaLMEHTOB aHTUHYKI1E-
apHbIX aHTUTEN, NOXKHOMONOXUTENBHOM peaKLMn BaccepmaHa
n ap. Npu Hanuinm 3aboneBaHUsa y MaTepy PUCK Pas3BUTUSA
CKB y no4yepwu coctaBnset 1:40, y cbiHa — 1:250.

HocutenbctBo HLA-DR2 unu HLA-DR3 HezaBuCMMO
noBsblllaeT puck pa3sutua CKB B 2—3 pasa, a Hanuuue ra-
nnotunos Al, B8, DR3 onpeaensaet 10-kpaTHOE NOBbIWEHNE
pUCKa y npeactaButenen esponeonaHon pacel. CKB cBs3a-
Ha C reHeTU4yecKu 0BYCNOBNEHHbIM AeDULMTOM OTAENbHbIX
KOMMOHEHTOB KomnaemeHTa (C1q, C2, C4), a TakKe accoLu-
npyetcs ¢ NoNMMopdU3MOM reHOB LIMTOKMHOB (B YaCTHOCTH,
daKTtop Hekposza onyxonn anbda, TNFa), reHoB FcyRIIA
n FcyRIIIA peuenTtopoB, cBA3bIBAOLWMX MOAKNACCH UMMYHO-
rno6ynuHa (Immunoglobulin, Ig) G v ap.

lopmoHanbHble ¢gaKTopbl. Cpean nauneHtoB ¢ CKB
npeo6nagatoT KEHUWMHbl. Y OeBOYEK-MOAPOCTKOB Ha4vano
3ab0/1eBaHMA CBA3AHO C HACTyMjleHMEM MeHapxe (nepBou
MEHCTpyaLnmn); aKTUBHOCTb 3ab0/sieBaHUs MOBbILLAETCH BO
BpeMs 6epeMEHHOCTHU U Noce poaoB. ATO CBA3bIBAIOT € pas-
SINYHbIM BO3AENCTBMEM MOMOBbLIX FTOPMOHOB Ha MMMYHHbIN
OTBET (3CTPOreHbl CNOCOGCTBYIOT MOBbIWEHWIO CUHTE3A aHTU-
Ten, a aHApPOreHbl CHUXKatoT o6pa3oBaHMe aHTUTEN U noja-
BASIOT KNETOYHbIE peaKuuu). Y KEHLMH pPenpoayKTUBHOIo
Bo3pacTta ¢ CKB HabnogatoTcs NOHUMKEHHbIE YPOBHU TECTO-
CTepOHa, NPOrecTepoHa M BbICOKWUI — ICTPOreHOB; Yy BCEX
3a60N€eBLNX BHE 3aBMCMMOCTM OT MoJia MOBbIWAETCS ypo-
BEHb NPONAKTMHA W MOHMUKAETCS YPOBEHb AErMapo3anunaH-
apocTtepoHa (dehydroepiandrosterone).

dakTopbl BHELWHeN cpebl. [1lepBocTeneHHoe 3HavYeHne
UMEET MHconaums. YnetpadumonetoBoe 06y4eHne crnocobHo
M3MEHSATb aHTUTeHHble cBoncTBa [AHK KNeToK KoMK, MHAYL M-
pys pasBWUTUE ayTOMMMYHHbIX Peakuui y npeapacnofioxeH-
HbIX MHAMBMAYYMOB, @ TaKXe yCunMBaeT BbICBOGOXKAEHWE
MHTepnenknHos (Interleukin, IL) 1, 3, 6 u TNFa, cnoco6cTByS
pPa3BMUTUIO IOKaIbHOIO BOCMNaneHus.

UHPeKuna. VimeeTca psa KOCBEHHbIX MOATBEPXKAEHUM
BO3MOXHOM MYCKOBOW PO/SIM HEKOTOPbIX BUPYCOB, B TOM YUC-
fle TaK Ha3blBaeMblX MEASIEHHbIX BUPYCOB (PETPOBMPYCOB),
B pa3BUTUKM NATONOrMUYECKOro npoLiecca.

Mpn CKB HapylaeTcs MMMYyHHas perynsiLus, 4to conpo-
BOXAaETCsa yTpaTtoh WMMMYHONOrMYECKOM TONIEPAHTHOCTU K
CO6CTBEHHBIM @HTUIEHaM M pa3BUTUEM ayTOMMMYHHOIO OT-
BETa C NPOAYKLMEN WMPOKOro CNeKTpa aHTUTEeN, B MEPBYIO
oyepeab K XpOMaTUHY (HYKNeoCoMe) U ero OTAeNbHbIM KOM-
noHeHTaMm, HatuBHon AHK v ructoHam.

dyHaameHTanbHbiM 3BeHOM naToreHesa CKB aBns-
l0TCS FEHETUYECKM AETEPMUHUPOBAHHbBIE MAW WMHAYLMPO-
BaHHble AedeKTbl anonto3a, Cnoco6CTBYOLUIME BbICBO-
GOXAEHMIO HYK/IEOCOM W3 KNETOK, MNEepPCUCTUMPOBAHUIO
M 9KCMaHCUM ayToOpeaKTUBHbLIX KIOHOB T U B KNETOK, 4To
NPUBOAMUT K aKTUBALMKU MONUKIOHaNbHbIX B numdoumntos
n dopmnpoBaHuio T-3aBUCMMOro UMMYHHOTO OTBETa Ha
ayTOaHTUIEHbI.

Cpeau LWMPOKOro CreKTpa aHTUTEeN OCHOBHAs pofib Mpu-
Hagnexut aHtutenam K [JHK, KoTtopble 06pa3yloT C aHTU-
reHamu LMPKyInpylolmMe UMMyHHble KOMMNEKCbl. OHKU OT-
KNnaAblBaloTCcs B Cy6aHAOTENMaNbHOM cnoe 6a3afibHOM MEM-
6paHbl COCY0B Pa3HbIX OPraHoB, Bbl3blBas BOCMANUTENbHYIO
peaKkuuio, aKTMBUPYS KOMIMIEMEHT, MUrpauuto HeWTpodu-
N10B, BbICBOGOXKAEHNE KMHWMHOB, NpOCTarNaHAnHOB U APYruX
nospexaatolmx GakTopoB 1, KaK CneacTeune, NOBpeXAEHUE
TKaHeW pasfiMyHblX OpraHoB U cucteM. CUCTEMHOE MMMYH-
Hoe BocnaneHne npu CKB Take MoOXeT OblTb CBA3aHO
C umMtokMH3aBmncumbiM (IL1 n TNFa) noBpexaeHnem aHaoTe-
NS, aKTUBaLIMEN NENKOLMTOB U CUCTEMbI KOMMIEMEHTA, YTO
nUmeeT 60/bLIoe 3HaYEHME B MOPaXKEHUM OPraHoB, HeJoCTyM-
HbIX 415 UMMYHHbIX KOMMJIEKCOB, Hanpumep LeHTpanbHOM
HepBHOW cucTtembl (LLHC).




Anuagemuonorus

CKB — Haubonee 4acTto BCTpeyatollascsa natonorus us
rpynmnbl CUCTEMHbIX 3a607E€BAHUN COEANHUTENbHOW TKaHM.
Mo paHHbIM 3a 2010 r., pacnpPOCTPaHEHHOCTb 3ab60NEeBaAHNSA
B mupe coctaBnser 3,3-8,8 Ha 100000 peten [1]. CKB
nopaaeT NPeNnMyLLECTBEHHO AEBYLIEK U MOTOAbIX EHLMH,
npumepHo 80% nauneHtoB ¢ CKB — 310 »eHwuHbl. CKB
peaKo HayuHaeTcs y geter B BO3pacTe A0 5 NeT KU3HM,
noabem 3aboneBaeMOCTM OTMeYaeTcs ¢ Bo3pacTta 8—9 ner,
a NUK NpmuxoamnTcs Ha Bo3dpacT 14-25 net (cpegHui Bo3pacT
fe6iota — 11-12 ner) [2, 3].

[laHHble 0 pacnpocTpaHeHHOCTM 3abofieBaHus y aeten
Ha TeppuTopum Poccuickon degepalmm OTCYyTCTBYIOT.

K/JIACCUDUKALUA
O6uenpuHaTon knaccudukaumnm CKB HeT.

KIMHUYECKASA KAPTUHA

KnuHunyeckne cumntombl CKB XxapaKkTepu3yloTcs Bblpa-

EHHbIM KJIMHUYECKNUM nonumopoduamom. Moutn y 20%

faeten HabnoaaTCs MOHOOPraHHbIe BapuaHTbl AebtoTa.
0O6LwWHre NPoABIEHUSA:

° jMxopagKka (06bl4HO HenpaBWIbLHOrO TMMa) HabnoaaeT-
ca y 30-90% nauuneHToB B AebioTe 3aboneBaHua U B
TeyeHue nepBoro roga 60ne3Hu;

e noteps Mmacchl Tenay 20—-30%;

® HapacTalouwas cnabocTb, HeOMOraHue, CHUXEeHWe anne-
TWUTa, NOTEPS Macchbl Tena, yCUneHHoe BbinageHne BOIocC.
MopaxeHune KoXu u ee npuaaTkos (y 60—-90%):

® BOJlYaHO4YHasa «6aboyka» oTmevaeTcs y 80% aeten, us Hux
y 40% — yxe B aebiote 3aboneBaHus. lpeacraBnser
Cco60M CUMMETPUYHbIE 3PUTEMATO3HbIE BbICbINAaHWA Ha
KOXXe Nuua; pacnonaraeTcs Ha CKy/l10BOW 06nactu u
nepeHocuLe, MOXET PacrnpoCTPaHATLCA Ha KOXy nba,
noabopoaka, CBOGOAHOIO Kpas YLWHOW PaKOBWUHbLI U ee
MOYKM, MOXKET BO3BbILLATLCA Ha MOBEPXHOCTBIO KOXMW;

® 3pUTEMATO3HbIE BbICbIMAHUSA TaKXe MOryT oTmMe4vaTbecs

Ha OTKPbITbIX YHaCTKax KOXuK: B 061aCTU BEPXHEN TpeTu

rpyanm M cnuHbl (06nacTb AeKonbTe), Had JIOKTEBbLIMM,

KOJIEHHbIMM CyCTaBamMu 1 ap.;

® [MCKOMAHbIE 04Yaru HabngaTcs MeHee Yem y 5% nauu-
€HTOB: NPeACTaBNSOT CO60M 3pUTEMATO3HbIE BbICbINa-
HUS C TMNEPEMUPOBAHHbLIMU KpPasiMu U AeNUIMeHTaLMeN
B LEHTPE, MHOWUNbLTpauuen, GONIUKYASPHBIM TUNEpPKe-
paTo30M U nocneayowen pybLoBon aTpopuren; noKanu-
3yl0TCA MPEUMYLLECTBEHHO Ha KOXeE BOJIOCUCTOM 4acTu
rofoBbl, nuua, wWen, Ha nogbopoake; HabnwaalTCs
06bI4YHO MpPU XPOHMYECKOM TeveHun CKB;

e (HoTOCEHCUOMAN3aLMNS BbiBNsSeTcs 6onee 4em y noso-
BWHbI NALMEHTOB: NPOSIBASETCSH 3PUTEMATO3HbLIMU BbIChI-
NaHWAMW Ha KOXe, KOTopble MOSBASAOTCS y OETEN B
BECEHHE-NIETHUM NEepuoj, WX SPKOCTb YBEIMYMBAETCH
nocne npebbiBaHUS Ha COMTHLE WK NevYeHuns yabTpaduro-
NeTOBbIM 06/y4EHMEM;

®  BaCKy/uT:

— KanuansgpuTt — oTeyHas aputemMa C TefleaHrMaKTasu-
AMK 1 aTpoduer Ha NoayweyKkax naabLeB, NaAoHAX U
NOAOWBEHHOW MOBepXHOCTM cTon. Habnopaetca y
60nbLUMHCTBA [IETEN B OCTPOM Nepuoje 3a60oneBaHus;

— remMopparuM4yecKkue BbICbiNaHUs — MNeTexnasnbHble Unu
nypnypo3Hble 3MeMeHTbl, 0OblYHO pacnosaratTcs
CMMMETPUYHO Ha KOXE AUCTasbHbIX OTAE/0B KOHEYHO-
CTEN; 93Bbl HAa KOHYMKax NanbLEeB; HEKPO3bl; FaHTPEHbI
Yalle B 061aCT AUCTaNbHbIX OTAE/I0B KOHEYHOCTEN;

e ceTyaToe MBeLO — CMHEeBaTO-PMONETOBbIE NATHa, 06pa-
3ytolWmne CETKy, NOKaNU3YIOTCA Ha KOXKE HUMHUX, pexe —
BEPXHUX KOHEYHOCTEN U Ty/I0BULLA;

e cuHagpom PenHo Habnwopaetcs y 15-20% nauueHToB,
npeactaBnseTr cobow MNepuoanyeckn pasBMBaloLLytOCS
Mwemuio nanbles, 06YCNOBMEHHYIO Ba3ocna3MoMm U
CTPYKTYPHBIMK MNOpaKeHusamu cocygoB. MoxeT OblTb
KNlaccuyeckuM TpexdasHbiM nnu aByxdasHoiM. Y getemn ¢
CKB Habntogaetcs 3HaYUTENbHO pPeXe, YeM Y B3POCbIX;

e anoneuus passumBaeTcsa Y 1/3 NauMeHTOB: UCTOHYEHHKE
W NOBbIWEHHOE BbiNajeHWe BOMOC MPUBOAWUT K rHe3d-
HOMY Unn andPy3HoMy 06/IbICEHUIO; NO Kpato POCTOBOM
30Hbl HaAo N60M y NauMEHTOB HEPEAKO pacnonaratTcs
«CTONGWKK», 0bpas3oBaBlUMECS M3 06/0MaHHbIX BOOC;
BO3MOXHO BblNageHne 6poOBeEN N pecHUL;

e HecrneuuPpuyecKne KOxKHble BbICbiMaHUs HabnogatT-
ca 6onee 4em y MOJSIOBUHbI MaLMEHTOB MPWU BbICOKOM
aktuBHocTM CKB: npeacrtaBneHbl BCEMW OCHOBHbIMU
MOPG®ONOrMYEeCKUMMU BUAAMU KOXKHbIX 3/1IEMEHTOB — OT
NATHUCTO-Nanyne3HblX A0 Oynne3Hblx; pacnonaratTcs
CMMMETPUYHO, NMPUYEM Ha pasHbIX YHacTKaXx KOXM OLHO-
BPEMEHHO MOTYT HabAOAATLCA Pa3NMYHbIE SN1EMEHTDI;

® B aKTMBHOM Nepuoje 3ab6osieBaHMS TaKKe 4acTo Habsto-
JatoTcs Kcepogepmus, agedopMalms U TOMKOCTb HOTEN.
MopakeHue cnusmncTbix 06ono4eK (6onee yem y 30%

B aKTMBHOM nepuoae 60/1e3HuU):

® BO/IYAHOYHas 3HaHTEMa — 3PUTEMATO3HO-OTEYHbIE NAT-
Ha C YETKMMM rpaHuLaMU U MHOTAA C SPO3UBHLIM LiEH-
TpOM: NMATHa pacnofaratoTcs B 06/1acTv TBEPAOro Heba;
no nepudepun nNaTeH Hepeaxko o6pa3zylTca TeneaHrm-
3KTa3nu;

e adTO3HbIN CTOMATUT — 6€360/1€3HEHHbIE 3PO3UBHbIE
WUnK, pexe, 6onee rnybokMe A3BEHHbIE 04arn ¢ KepaTo-
TUYECKMM 0604KOM M UHTEHCUBHOW 3pUTEMOM, pacnona-
ralTcs NPENMYLLECTBEHHO Ha BHYTPEHHEN NOBEPXHOCTH
LEeK 1 fecHax;

®  XEWNUT — MoparKeHue KpacHoM KanMbl ry6: NnposiBnseTcs
NOAYEPKHYTOCTbIO 060Ka MO Kpato rybbl, OTEYHOCTbIO,
rMnepemMuven; 4alle noparkaeTcs HUXKHAS ryba, ¢op-
MUPYIOTCS TPELMHKN, 3PO3UMU UM A3BOYKM, MOKPbITbIE
CEPO3HbLIMW WU CEPO3HO-KPOBSHUCTLIMM KOPOYKaMKU
C nocneayLnm pa3BuTMem pyobLoBom atpoduu.
MopaxkeHue cycrtaBoB (y 90%):

® apTpanrnu B KPYMHbIX U MEJIKMX CycTaBax KOHEYHOCTEN;

°  apTpUT.

APTPUT MOXKET HOCWUTb OCTPbIA, MOAOCTPbLIN U XPOHMU-
Yyeckur xapakTep. [na octporo aptputa TUMUYHO MHOXe-
CTBEHHOE M Yalle CMMMETPUYHOE MNOPaXKeHWe CyCTaBOB.
Hanbonee 4yacto nopaxkalTcs NPOKCUManbHble MexdanaH-
rOBbl€ CYyCTaBbl KUCTEN, KONEHHbIE, FONIEHOCTOMHbIE U TOKTE-
Bble CyCTaBbl. XapaKTepHbl Bblpa)KeHHbIe MepuapTUKyNap-
Hble peaKuuu, 60neBble KOHTPaKTypbl. CUMNTOMbI 6bICTPO
ncyesaloT Mocne Hadvana NeyeHus IOKOKOPTUKOCTEPOU-
damu. [logocTpbii apTpUT XapaKTepusyeTcs AUTENbHbIM,
BOJIHOO6PA3HbLIM U HEPEAKO MPOrpeccupylownum TeYEHUEM.
MoparKeHHble cycTaBbl 60/1€3HEHHbI, 3KCCyAaTUBHbIE N3Me-
HEHWSA B HUX YMEPEHHble; orpaHnyeHne GyHKUMN — npexo-
asiuiee, YTpeHHAS CKOBaHHOCTb — HEMPOAOMKUTENbHAS. MNpn
XpOHM4YeCKOM apTpute GOPMUPYETCH BepeTeHoobpasHas
aedbopmaumsa NPOKCUManbHbIX MexXdanaHroBbiXx CycTaBOB
nanbueB KUCTeN. [pn pEHTreHONOrMYecKoOM MccneqoBaHnm
ANarHoCTUMPYOT 0CTEONOPO3.

MopaxxkeHue Kocten (y 10-15%): pazBuBaetca acentm-
YeCKMM HEKPO3 (KOCTHO-XpsilLleBas CEKBeCTpaLms ¢ BTOPUY-
HbIM OCTEOCK/1IEPO30M) 3nndm3a rofloBKK 6eApeHHON KOCTH.
[pyrne KoctTu nopaxkattcsa peako. KnnHU4eckn nposiBnsaeT-
CS1 CTOMKOM 60/bt0 M HapylweHneM QyHKL MK cycTaBa. Y geten
BO3HWKAET 3HAYUTENbHO PEXKE, YEM Y B3POCHbIX.

MopakeHue mbiwy (y 30—-40%) HabnogaeTcs B aKTUB-
HoM nepuoge CKB. Yalle nopaxkalTcsd MpoOKCUManbHble
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KnuHuyeckue peKkomeHaauum

MbIWLbl KOHEYHOCTEN: pa3BMBAIOTCA MUanrMn C BOBreYe-

HMEM CMMMETPUYHO PACMONOKEHHbIX MbILL, U MOAUMUO3MT,

XapaKTtepuaylowmuncsa 6019Mn B MbllLax, 60/1€3HEHHOCTbIO

UX NpY Nanbnaumn, YMEepeHHbIM NOBbLILEHUMEM aKTUBHOCTH

depMeHToB MbllleYyHOro pacnaga (KpeaTMHdOCHOKMHa3bI,

anbaonasbl).

MopaxkeHue cepo3HbIX 060a04eK (Y 30-50%):
® MJEeBPUT — CUMMETPUYHbIN, Yalle CYyXOW; NPU BbICOKOM

aKTMBHOCTK 3a60/1EBaHUSA MOXET HOCUTb 3KCCYAATUBHbIN

XapaKTtep; npoTekaeT 6eCCMMMNTOMHO, HO MOXET Mpo-

ABAATLCA CyXMM Kalinem, 6019M1 B FPYAHOM KNETKe; Npu

ayCKynbTaluu BbISBASETCS WyM TPEHUS NNEBPbI;

° nepuKapauT y Aeten HabnogaeTcs yale, Yem y B3pocC-
NbiX: B OOMbLIMHCTBE C/ly4YaeB MNpoTeKaeT 6e3 SpKon
KIMHUYECKON MaHudecTaumm n obHapyKMBaeTcs Tosb-
KO MNpu axoKapauorpaduu (yTonueHne u cenapauus
JINCTKOB 3MNu- U nepukapaa). Npu BbICOKOM aKTUBHOCTH
3a6oneBaHMsa CONPOBOXKAAETCS CKOMMEHMEM 3KCCyAaTa;
B OTAE/bHbIX Clydasx npu NosiBAEHUU MaCCUBHOMO BblIMo-
Ta MOXEeT BO3HMKHYTb Yrpo3a TaMnoHabl CEpPALa;

® acenTUYecKuU MNEePUTOHUT COMPOBONKAAETCA KIWHMYeE-
CKOW KapTUHOM OCTPOro KMBOTA; OTMEYaeTCs OrpaHuyeH-
HOE nopaeHue 6pPILNHbLI (NepurenaTut, NEPUCTINEHNUT);
MOTYT BO3HWKHYTb 6011 B Noagpebepbe.

MopaxkeHue pecnupatopHoro Tpakrta (y 10-30%):
® OCTPblM BOMYAHOYHbLIN MHEBMOHWT pas3BMBaETCH Mpu

BbICOKOW aKTUBHOCTU 3ab0neBaHus; KIMHUYECKU MNpOo-

ABNSETCH KaleMm, OAbllUKON, aKkpoLnaHo30M, ocnabie-

HWEM [bIXaHWs U BOBHUKHOBEHWEM XPUMOB B IETKMX; MPU

peHTreHorpad®un OTMEeYaloTC CUMMETPUYHO pacnono-

YKEHHblE UHPUNBTPATUBHbIE TEHU B NErKMUX, AMCKOBUAHbIE

aTefniekTasbl, naespoanadparmanbHble Cnanku;

® XPOHWYECKOE WHTEepCTULMaNbHOE MOparKeHUe Nerkux
KIMHWYECKM MPOSIBASIETCS MPU3HAKaMM MEASIEHHO NpPo-
rpeccupyollen [AbixaTenbHOWM HeOOCTaTOYHOCTH; MpHU
peHTreHorpadpum — ycuneHme n gedopmMmarms MHTEPCTHU-
LiManbHOro pucyHKa;

® JleroyHble (anbBeONSPHbIE) remMopparMv KIMHUYECKHU
NPOSIBASIOTCS OCTPbIM PECNMPATOPHbIM ANCTPECC-CUH-
OPOMOM; COMPOBOXAAOTCHA BblPaXKEHHOW TMNOKCEMUEN.
Y peten OoTMeYalTcs O4YeHb peaKo; MOryT MPUBECTH
K NIeTasibHOMY UCXOAY;

e jlerovyHas runepteHsns GopmMmnpyeTcs B paMKax aHTUdocC-
donunuaHoro cMHAPOMa, y AeTen HabnogaeTcs peako;

e Tpom6O3 COCYAOB W MHPAPKT NEerkux HabnwaaroTea y
OeTen KpanHe peako.

MopaxeHue ceppua (y 52-89%). Hanbonee 4yacto
nopaatoTtcs 060/104KM cepaLa M MUOKapa, pexe — Kopo-
HapHble cocyabl:
® nepuKapauT (CM. Bbille);
® MWOKapAMUT XapaKTepu3yeTcs pacliMpPEeHUEM T[paHuL,

cepaua, M3MEHEHMEM 3BYYHOCTU TOHOB, CHWMKEHWEM

COKpaTUTENIbHOM CMOCOBHOCTU MUOKapAa, HapyleHuem
CepAeYHOro puTMa M NpoBOAMMOCTH, NOSIBAEHUEM MpPU-
3HAKOB CepAEYHOM HELOCTAaTOYHOCTH; KIIMHUYECKME MPO-
SIBNIEHNS Yalle CKyAHble 1 0BHapYKMBAIOTCA TONbKO NpuU
KOMMAEKCHOM MHCTPYMEHTaNbHOM UCCNEfOBaHNM;

® 3HAOKapAMT B nocneaHwe roabl HabnogaeTcs pexe:
BbISIBMISIOT BanbBYIUT MUTPAsIbHOIO, pexe — aopTalib-
HOrO MW TPEXCTBOPYATOro KiamaHoB, MW €ero UCXOAbl
B BMAE YNIOTHEHWS CTBOPOK; GOPMMUPOBaHME MOPOKOB
cepaua HexapaKTepHO M BCTpeYaeTcs KpamHe peaKo;

® aTUNW4YHbIM OGopoAaByaTbll 3HAOKaApPAUT JInbmaHa-—
Cakca — cneundunyHbin (peakuin) npusHak CKB: xapak-
TepmayeTcs obpasoBaHWeM 6GOpoAaBYaTbIX HaOXKEHWUH
anameTpom 1-4 MM B ydacTKax MeSIKUX M3bA3BJEHWUN
3HAOKapaa; BO3MOXKHbI NOSIBIEHWE MENKUX nepdopaumm
CTBOPOK K/1lanaHOB M pas3pbiB X0pA (Mpu axoKapauorpa-
dun B aTUX cnyyasx BbIBASIOT BEreTaumm Ha KnanaHax);
KOPOHapWT BCTPeYaeTcs peaKo, npoTeKaeT 6eCcCMMMNTOM-
HO, AMarHOCTUPyeTCs Ha OCHOBAHUU MHCTPYMEHTaNbHOIO
o6cnefoBaHns; B PeAKMX Clydasix pa3BMBalOTCA aHeB-
PU3Mbl KOPOHAPHbIX apTEPUN.
MopaxkeHue noyekx:

e HedpuT npu CKB KANMHUYECKM aAnarHocTupytoTy 70—75%;
y 60/bWMHCTBA NALMEHTOB pa3BMBaAETCS B TEYEHME nep-
BbIX 2 neT 3aboneBaHus, ay ~1/3 — yxe B ero gebiote.

AWATHOCTHKA

Kputepun aunarHosa «CUCTeEMHasi KpacHas BOAYaHKa»
yCTaHaBAMBAOTCSH COMMacHO pekomMeHaauuam [pynnbl Mex-
LYHapOAHbIX COTPYAHMYAIOLMX KITMHUK CUCTEMHOM BOYAHKHM
(The Systemic Lupus International Collaborating Clinics,
SLISS, 2012; Tabn. 2) npu Hanu4ymmn He meHee 4 Kputepues,
O[IMH U3 KOTOPbIX — MMMYyHoNormyeckun (a-AHK, nnm aHtn-
HyKfeapHbln dpaKtop, unn Sm, unun a-KL, unm C3, nan C4),
M AMEepUKaHCKOW Konnernn pesmartosioros (American
College of Rheumatology, ACR, 1997; Ta6n. 3) npu Hann4nu
He meHee 4 u3 11 kputepueB [4] (YpoBEHb AOCTOBEPHO-
ctn gokasatenbctB 3). AnarHo3s CKB no anarHoCTMY4eCKUm
Kputepunsam ACR MoOKeT 6biTb ycTaHoBEH ¢ 95% cneunduy-
HOCTbIO U 85% 4yBCTBUTENIbHOCTBIO, €C/IU NauUeHT UMeeT
4 13 11 KpuTepueB. B cnydae ecnun y naumneHTa o6HapyKeHo
MeHee 4 OMarHoCcTUYecKux KpuTtepueB, To auarHo3 CKB
BeposTeH. Ecnn TecT Ha aHTUMHYKIeapHbIM daKTop oTpuua-
TeNbHbIM, TO Y NauMeHTa 04eHb HW3Kas BEPOSTHOCTb Hanu-
ynsa CKB. lMauyneHTbl ¢ M30AMPOBaHHbLIM MONOXKUTENbHbIM
TECTOM Ha aHTUHYK/eapHbii daKTop 6€3 BOBNEYEHUSA Opra-
HOB M CUCTEM MMM 6€3 TUMUYHbIX TaBOPaTOPHbIX NOKasaTe-
e UMEIT HU3KYI0 BEPOSATHOCTb Hann4yms CKB.

AnddepeHumnanbHaa guarHocTuka
HacTosiTenbHO pekoMeHayeTcs NPy NOA03PEHUMN Ha HaNn-
yne CKB y nauumeHTa MUCKIOYUTb 3ab0neBaHusl, KoTopble

Ta6nuua 2. [lnarHocTM4ecK1e Kputepmm cUCTEMHON KpacHow BonyaHku SLISS (The Systemic Lupus International Collaborating Clinics), 2012
Table 2. Diagnostic criteria for systemic lupus erythematosus SLISS (The Systemic Lupus International Collaborating Clinics), 2012

KnuHMYecKue Kputepum

[ | 1. OcTpoe, aKTUBHOE MOPAKEHUE KOXKMU:
e Gy/esHble BbiChiNaHus

® MakynonanynesHas cbifb
e doToceHcMbunnaaumsa:

TeNeaHrMaKTasnsamn)

® CblIMb Ha CKyNax (He y4UTbIBalOTCA AUCKOMAHbBIE BbICbINaHMS)

® TOKCWYECKMM anuaepmasibHbli HEKPO3 KaK BapuaHT CKB

— KOXXHasi CbiMb, BO3HWKaloOLLas B pe3y/ibTate peakLuyu Ha COHEYHbIN CBET, UK
— noAocTpas KoxHas BonyaHKa (HeMHaypupoBaHHble NcoprasodopMHbIe U/WNK KPyroBble NMOAMLMKIUYECKUE MOBPEXaeHUs,
KOTOpble NMPOXoAsAT 6e3 06pa3oBaHuUs Py6LIOB, HO C BO3MOXHOM MOCTBOCMANUTENbHOM AeNUrMeHTaUmen uim




Ta6nuua 2. llpogomxkeHne

O 2. XpoHuyecKas KoyxHasl BoJlYaHKa:
® K/accuyecKas JUCKOMAHAA CbiNb JIOKaNM30BaHHas (BbllLe LWen) Uiv reHepann3oBaHHas (Bblle U HUXKE Lewn)
* runepTpodpuyeckune (6opoaaByvaTbie) MOPArKEHNUS KOXKK
®  NaHHWUKYIUT
® ropa)KeHne CAU3UCTbIX 060/104eK
® OTeyHble IpUTeMaTo3Hble BASLLKK Ha TyNoBHULLE
®  KanuanapuTbl (KpacHas BoYaHKa 0OMOPOXEHHUs, f[aTYMHCOHA, MPOABAAIOLLANACS MOPaAKEHUEM KOHYUKOB NasbLEB, YLUIHbIX
PaKOBWH, NATOYHBIX U UKPOHOXHbIX 06nacTen)
° [MCKOMAHAas KpacHas BOMYaHKa Mo TMNY KPaCHOro NOCKOro nuLas, unu overlap
[} 3. S3Bbl C/IM3KCTbIX 060104€K (B OTCYTCTBUM CNeAyoWMX NPUYMH, TaKMX KaK BacKynut, 60ne3Hb bexyeta, MHbeKuus Bupyca
repneca, BocnanutesbHble 3a60/1€BaHNS KULEYHWKA, PEAKTUBHbINA apTPUT M YNOTPEe6AEHUE KUCTbIX MULLEBbLIX MPOAYKTOB):
® pOTOBOW NONOCTU (HEBA, LLEK, A3bIKA)
® HOCOBOW NOOCTU
[0 | 4. Hepy6uoBsas anoneymnss — LUPPY3HOE UCTOHYEHME BOJIOC UM NOBbILWEHHAS XPYNKOCTb BONOC C BUAUMbIMK 06IOMaHHbIMK
yJyacTKamu (B OTCYTCTBUU CriefyloLmX NPUYMH, TaKUX KaK o4arosas anoneuus, NekapcTBeHHas, BCNeCcTBUM AeduLnTa xenesa,
1 aHApOreHHas)
O 5. ApTtput:
® CMHOBWT C BOB/le4YeHMEM 2 unun 6osee CyCTaBOB, XapaKTePH3YIOLLMIACA OTEKOM WM BbINOTOM, UK
®  60Me3HEHHOCTb 2 UK 6onee CycTaBOB M YTPEHHSAS CKOBAHHOCTb MO KpavHen mepe 30 MUH
[} 6. Cepoaur:
®  TUMWYHbIN NNEBPUT B TEHEHUE Gonee YeM 1 iHS, UK NneBpanbHbIi BbINOT, AW LWYM TPEHWUS NAeBPbI
® TUMNM4YHas nepukapavanbHas 605b (60Mb B NMOMOXEHWUU Nexa, KynupyemMas B MONOXKEHUN CUASA C HAKIIOHOM BNepes) B Te4eHne
6onee Yyem 1 fHA, UK NepuKapananbHbIi BbINOT, UKW LWYM TPEHWUS NepuKapaa, Unu aneKkTpokapavorpaduyeckme NnpusHaku
nepukapauta
© B OTCYTCTBUM CAEAYIOLWMX MPUYMH, TAKUX KaK MHDEKLMS, ypemus u nepukapaut Jpeccnepa
O 7. [lNopakeHue novyek:
® COOTHOLLEHWE YPOBHSA 6€M0K/KpeaTuHUH (MK cyTo4YHas NpoTenHypus) B Moye 6onee 500 mr 6enka 3a 24 4, unm
©  3PUTPOLMTLI B MOYe 5 unu 6onee, Unn LMNUHAPBI B Moye 5 nnu 6onee
[} 8. Heliponcuxu4yeckne nopaxeHus:
®  3NUNENTUHECKUI NPUCTYN
® cuxos
® MOHO-/MNOJIMHEBPUT (B OTCYTCTBUM APYrUX MPUYUH, TAKUX KaK NEPBUYHbIN BACKY/INUT)
°  MuenuT
® MaTosIorna YepernHo-Mo3roBbIX HEPBOB / nepudepuyecKkas HenponaTus (B OTCYTCTBUM APYrUX NMPUYKH, TaKUX KaK NepBUYHbIN
BaCKy/NUT, UHPEKLMM U caxapHbli Auaber)
® 0OCTpOE HapylleHWe CO3HaHWs (B OTCYTCTBUM APYIUX MPUYMH, B TOM YMCIE TOKCUYECKUX/METaboNNYECKUX, YPEMUH,
NIeKapCTBEHHbIX)
[ 9. lemonnTnyecKas aHeMus
O 10. JlefikoneHus < 4,O><109/J1 no KpanHen Mepe OAWH pas (B OTCYTCTBUM APYTUX MPUYMH, TAKUX KaK CMHAPOM PenTy,
NeKapCTBEHHbIE ¥ MOpTa/ibHas rMNepTeH3uns), nn
mMmponeHns < 1,O><109/n No KpaiHew mepe OAWH pa3 (B OTCYTCTBUM APYTUX MPUYUH, TAKUX KaK npuem
FMIOKOKOPTUKOCTEPOUIOB, IeKapcTBa, UHOEKLus)
[} 11. ToombouMTONEHNS < 1OO><109/n Nno KpanHew Mepe OAMH pas (B OTCYTCTBMU APYrMX MPUYUH, TAKUX KaK IeKapcTBa, nopTanbHas
rMnepTeHs3nsa u TpoMboTUYecKas TpoMBoLMTONEHNYeCcKas nypnypa)
[} 1. AHTUHYK/IeapHbI paKTop Bbllle yPOBHA Anana3oHa pedepeHc-nabopatopum
| 2. AHTuTena K gsycnmpanbHoi [JHK Bbilwe ypoBHS Auana3oHa pedepeHc-nabopaTtopun (Maun > 2-KpaTHoro yBennyeHus metogom ELISA)
[l 3. Hanuuue Anti-Sm (aHTUTENa K 94epHOMY aHTUreHy Sm)
O 4. AHTuoconmMnuaHble aHTUTENa M0J1I0XKUTE/IbHbIE, ONPEAENEHHbIE TI0OLIM U3 CnefytoLMX CnocoboB:
©  MO/I0XMUTENbHbIM BOMYAHOYHbIN aHTUKOArynsHT
© JI0XHOMOJNOXMWTENbHas peaKLus BaccepmaHa
® CpefHWIN WY BbICOKUI TUTP @HTUTEN K KapAnonunuHy yposHs (IgA, 1I8G nunu IgM)
® OJOXMUTESNbHbIV PE3YNLTaT TeCTa Ha aHTU-PBo-ruKonpoTtenH | (IgA, IgG unu IgM)
[ 5. HU3Kui KomniemeHT
®  HU3KKUI C3, C4, nnu
e HU3KKU CH50
[} 6. lMonoxutenbHas peaKkuyms Kym6ca npv OTCYTCTBUM FEMONUTUYECKON aHEMUK
Wroro: 13 17 KpUTEpUeB, 13 HKUX KIMHUYECKUX KPUTEPUEB U MMMYHOJI0TMYECKNUX KPUTEPUEB.

MpumevaHune. ns ycTaHOBNEHNUA AMarHo3a CUCTEMHOM KpacHOM BonYaHku (CKB) 4ONKHO GbITb HE MeHee 4 KpUTEPUEB, OMH U3 KOTOPbIX
[O/MKEH OblTb UMMYHONTOTUYECKUM.

Total: ___ of 17 criteria where ___ clinical criteria and ___immunological criteria.

Note. To determine the diagnosis of systemic lupus erythematosus (CKB), at least 4 criteria one of which immunological should be registered.
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KnuHuyeckue peKkomeHaauum

Ta6aunuya 3. [lnarHoCTUYECKNE KpUTEPUM CUCTEMHOMN KpacHon BonyaHku ACR (American College of Rheumatology), 1997
Table 3. Diagnostic criteria for systemic lupus erythematosus ACR (American College of Rheumatology), 1997

[0 | 1. Ceinb Ha cKynax: GUKCUPOBaHHAs apuUTEMa C TEHAEHLMEN K PACMPOCTPAHEHMIO Ha HOCOTYGHYIO 30HY

[ | 2. AucKkonaHas Cbirb: 3pUTEMATO3HbIE NPUMNOAHUMAIOLLMECS GSILIKK C MPUAUNAIOWUMU KOXHBIMU YellyUKaMu U GOoNIMKySpHbIMU
npo6GKaMK, Ha CTapbIx 04arax BO3MOXHbI aTpoduUyeckue pybubl

O 3. doToceHCHbUM3aLms: KOXHas CbilMb, BO3HWKalOWas B pe3y/bTaTe peakLMn Ha COTHEYHbI CBET

O 4. 513Bbl B pOTOBOM M0J0CTH: N3bA3BAEHUA NONOCTU PTa UK HOCOTIOTKK, 0ObIYHO 6€360/1€3HEHHbIE

OTEKOM U BbINOTOM

[} 5. ApTpUT: HE3PO3UBHLIN apPTPUT, NOpaxKatoWwmn 2 unu 6onee nepudepruyecKux cyctaBa, NPoABASIOLLMIACS 60NE3HEHHOCTbIO,

O 6. Ceposur:

nAeBpuT (NespasbHbie 60K U/WUAK LYM TPEHWUS NNEeBPbl, U/WUAK NNEBPasnbHbIi BbINOT)
° MepuKapauT (lWym TPeHUsi MepuKapaa Npu aycKynsTaLum u/vwnv NnpusHaku nepukapanTa npu axokapamorpadpum)

. lNopaxeHue rnoyek:

O
o o —

nepcucTupytoLas npotTenHypus He mexHee 0,5 r/cyT, u/vmnu
LMANHAPYPUS (3pUTPOLMTapHas, 3epHUCTas Uan cMellaHHas)

[} 8. [lopakeHne LeHTpaabHON HEPBHOW CUCTEMBI:
° cygoporu

ncuxo3 (B OTCYTCTBMM NpUema IEKapCTBEHHbIX CPEACTB U MeTaboIMYECKMUX HapYLWEHN)

O
©

. [ematonornyeckne HapyleHUs:
® remMosiMTn4ecKaa aHeMua ¢ PETUKYNOLUTO30M,

e Tpomb6ouuToneHus < 100xX10

® nlefKoneHus < 4,O><109/n (3ageI'VICTpVIDOBaHHaH 2 v 6onee pas),
/N (Npu1 OTCYTCTBUM NpUEMa NIeKapCTBEHHbIX NPenapaToB)

[} 10. MIMMyHON0rMYeCK1e HapyLLleHUs:

e a-[IHK,

® aHTK-Sm,

e aHTU-KJ,

® [ONIOXUTENbHBIN TECT HA BONYAHOYHbIN aHTUKOArynsHT,

cudwunuca

® CTOMKas NOXHONONOXUTENbHasA peaKkLuusa BaccepmaHa (He meHee 6 mec) npy NabopaTopHO NOATBEPKAEHHOM OTCYTCTBUU

[} 11. lNoBbIWEHNe TUTPOB aHTUHYKIeapHOro paKTopa (Npu OTCYTCTBUM NEKapCTB, Bbi3blBAOWMUX BOTHAHOYHOMNOA06HbIM CUHAPOM)

WUroro: 13 11 Kputepues.

lNpumevanme. Ana yCTaHOBAEHWS AMarHo3a CUCTEMHOM KPaCcHOW BOTYAHKM JOMKHO 6biTb HE MeHee 4 13 11 KpuTepueBs.

Total: __ of 11 criteria.

Note. To determine the diagnosis of systemic lupus erythematosus, 4 of 11 criteria should be registered.

MOTYT NMPOTEKATb C MOXOXEeN KIMHUYECKON CUMMTOMaTUKOM

(YpoBeHb JOCTOBEPHOCTHU JOKa3aTesIbCTB 5%):

® CUCTEMHbIV IOBEHWUNbHbBIM MANONATUYECKUIA apTpuT;

® |OBEHWJIbHbIV 1epMaTOMMUO3HT;

® OCTpas peBmaThyecKas nnuxopajKka;

e 6onesHb LeHnenHa—leHoxa;

® MepBUYHbIN aHTMHOCHONUNUAHBIN CUHAPOM;

®  y3e/IKOBbI MNONMAPTEPUUT;

®  MUWKPOCKOMUYECKUIN NOJIMAHTUUT;

® CUCTEMHbIV CKNEpPO3 1 ap.;

® remMaTofiorMyeckune 3aboneBaHus (remonuTuyecKas aHe-
MUA, ManonaTuyecKkas TpoMOoLUTONEHUYECKan nypnypa);

e numMmobonponudepatnBHble 3abosieBaHua (MMMborpaHy-
nemartos, numooma);

°  uHbeKunn (6oppennos nnn 6onesHb Jlanma);

e BUpYyCHble renatutbl B 1 C ¢ BHeNneYyeHoYHbIMKU NPOSIB-

NEeHUIMU;
° Ty6epkKynes;
e cudbunuc;

®  MNEepPCUHMO3;

°  BUPYC UMMYHOLEPULINTA YEIOBEKA;

e BOCnanuTenbHble 3ab0neBaHUsd KUWEYHUKa (A3BEHHbLIN
KOJIUT C CUCTEMHbBIMW NPOSIBNEHUAMM, 60Ne3Hb KpoHa);

® 00JIE3HU NOoYeK (romMepynoHedpuT 1 ap.);

®  UMHPEKUMOHHbIN SHOOKapAuT;

® JleKapCTBeHHas BOMYaHKa U napaHeonaiacTtM4yecKkum BoJi-
4aHOYHOMNOAOOHbLIM CUHAPOM.

He pekomeHayeTcs Ha3HayeHWe MpoTUBOpPEBMATUYE-
CKOM Tepanuu nauueHtam ¢ nogo3pexHnem Ha CKB go ycrta-
HOBNEHWS [MarHo3a B COOTBETCTBMMU C AMArHOCTUHECKUMM
KpuTtepusiMmmn 3aboneBaHus (ypoBeHb JOCTOBEPHOCTU JOKa-
3aresbeTB 5%).

OLeHKy naToforMyeCKoM aKTUBHOCTM pPeKOMeHayeTcs
NPOBOAUTb C UCMONb30BaHWEM BalMAMPOBAHHbLIX UHAEKCOB
akTuBHoCTM CKB (YpoBEHb JOCTOBEPHOCTH [lOKa3aTesIbCTB 3):
e SLEDAI (The Systemic Lupus Erythematosus Disease

Activity Index);

e SLAM (The Systemic Lupus Activity Measure);
e BILAG (The British Isles Lupus Assessment Group Index);
e ECLAM (The European Consensus Lupus Activity

Measured) (Tabn. 4) [5-7].

B neguatpuyeckom peBMaTtonoruun Yalle Mcnonb3yloTes
wranbl SLEDAI v BILAG. OueHKy akTuBHOCTM CKB BO3MOXHO
TaKXe NPoBOAUTb MO KIMHUYECKUM MPOSiBAEHUAM (Tabn. B).

OLEHKY CTeneHW NOBPEXAEHUSA OPraHOB pPeKOMeHAyeT-
€Sl NMPOBOAUTb C MCMOMb30BaHMEM MWHAEKCA MOBPEXAEHUS
SLICC/ACR Damage Index (ta6n. 6) [8, 9] (ypoBeHb fOCTO-
BEPHOCTH JOKa3aTesbCTB 3).

Hano6bl u aHamHe3

B ne6tote 3a6oneBaHns Hanbonee 4acTo NauneHTbl MOryT
anoBaTbCsl Ha MoBbllWEHWe TeMnepaTtypbl 40 cy6bebpuib-
HbIX/debpunbHbIX LMdp, HegomoraHue, cnabocTb, aHOPEK-
CHvI0, NOTEPIO Macchl Tena, BbiMageHne BOMOC, A3Bbl BO PTY,

* — BO3MOXHO onpeaenexHune ypoBHa GPP npu gocTuxeHnn KoHceHcyca Paboyen rpynnon.




Ta6nuua 4. OLeHKa aKTUBHOCTM CUCTEMHOM KpacHoM BonvaHku no wkane ECLAM (European Consensus Lupus Activity Measurement)

Table 4. Evaluation of systemic lupus erythematosus activity according to the ECLAM (European Consensus Lupus Activity Measurement)

CHHAPOM U KIMHUYECKUE NPOSABNIEHUS

Bannbi

1. O6ume nposiBneHus (Ntobble U3 nepevncneHHbix Huxe X 0,5 6anna)

Jlnxopagka

YTpeHHsAs Temnepatypa Bbiwe 37,5°C, He cBA3aHHasA ¢ UHOEKUMen

YcTtanoctb

Cy6beKTUBHOE OLLyLLeHWE NOBbIWEHHON YTOMISEMOCTH

2. CycTaBHble NposiBAeHUs (No6ble M3 NepeyncneHHblx Huxe X 0,5 6anna)

ApTput

Heapo3uBHbIM apTPHT ¢ NMopaxeHnem AByx 1 6osiee nepudepuUyecKux cycTaBoB
(3anAcTbsi, AUCTANbHbIE UM MPOKCUMaJIbHbIE MEXbanaHrosble, NACTHO-dGanaHroBble)

ApTpanruu

JlokanuzoBaHHas 60/1b 6€3 06bEKTUBHbLIX CUMNTOMOB BOCMNaNeHUs ABYX 1 6onee
nepudepmnyecKkmnx cyctaBos

3a. AKTUBHbIE KOXHO-CIM3UCTbIE MPOSBNEHUS

OputemaTo3Has Cbifb B CKY/10BOWM
obnactu

dUKcHpoBaHHan apuTemMa — N0CKas Uin BO3BbILWAIOLAsACS B CKY/OBOK 061acTy
C TEHAEHLMEN K pacnpocTpaHeHuto Ha HoCoryGHyto 06nacTb

[eHepannM3oBaHHad CbiMb

MaTHUCTO-NanynesHas Chifb, HE CBA3aHHasA C NPUEMOM NeKkapcTB. MOXeT 6bITb
Ha No6OM y4acTKe Tena BHe 3aBUCUMOCTH OT NpebbiBaHWs Ha CONHLE

[uncKonaHas cbinb

dpuTemaTosdHas Wiv AenurmMeHTUpoBaHHas BO3BbIWatoWwascs 6nswKa ¢ npupocLen
KepaTuieCcKOM YellymKon unu GonMKynspHOM NpobKon

KoKHbIl BacKynuT

Bruilouas aurutanbHble S3Bbl, Myprypy, KpanueHULLy, 6ynesHble BbiCbinaHus

$13Bbl POTOBOM NOIOCTH

$13Bbl BO PTY WM HOCOI/IOTKE, 06bIYHO 6€360/1e3HEHHbIE, OOHapYXUBaemble
Bpayom

36. PazBuTMeE KOXHO-CIN3UCTbIX NPOsiBNEHN (X 1 6ann, ecnv BblleHa3BaHHblE NPU3HAKKU MNOSABSIOTCS BHOBb;
ec/iv 0TMeYaeTcst HapacTaHWe BblPaXKEHHOCTU NPU3HAKOB MNoc/e NocieaHero HabnoaeHus, To + 1 6ann)

4. MunosuT (X 2 6anna, ecnv NOATBEPHKAEH NOBbIWEHHbIMU YPOBHAMU KpeaTUHHOCHOKMHAa3bI /MM METOAOM
aneKTpomunorpadum, Uan rucTonorMyecKnm UccnefoBaHnem)

TpeHus nepvKaaa npwv aycKysbraLum)

5. MepuKkapaut (X 1 6ann, ecnv NOATBEPHKAEH C NOMOLLbIO 3N1EKTPO- UK IXOKaparMorpaduu, Uam BbiCIyLMBAETCS LWYM

6. KuwweyHble npossneHus (nobble N3 NepeyncneHHblx Huxe X 2 6anna)

BacKynuT KuwwevHuKa

OyeBUAHbIE NPU3HAKK OCTPOro BaCKyIUTa KULLEYHHUKA

AcenTU4eCcKnUm NePUTOHUT

BbInoT B 6POWHOM NONOCTH NPU OTCYTCTBUU MHPEKLIUU

7. Jlero4Hble nposBieHns (1tobble U NepeyncneHHblx Huxe X 1 6ann)

Mnesput

ALre3nBHbIN UK IKCCYAATUBHbIN, NOATBEPH/AEHHbIN ayCKYNbTaTUBHO MK
PEHTreHONOorn4ecKu

[MHeBMOHUT

EAWHWYHBIE MNN MHOXECTBEHHbIE 3aTEMHEHNUS Ha PEHTreHorpaMMe, oTpaxkatoLime
aKTUBHOCTb 3a60/1eBaHUs U He CBA3aHHble C MHbeKUMen

Mporpeccupytowas oabllKa

8. MNcnxoHeBponornyecKkme NposBneHus (Nobble U3 cneayowmx X 2 6anna)

[onoBHas 601b/MUrpeHb

HepaBHO pa3BuBLIAsCS, CTOMKas WK NepCcUcTUpytoLLas, ManovyBCTBUTENbHAsA
K aHanbretmkam, Ho 4yBCTBUTE/IbHAA K MNMIOKOKOPTUKOCTEPOUAAM

Manble unu 60nblUne NPUNagKU U XOPEOKUHETUHECKUI CUHAPOM,

AnunpucTynsl He fBnsiolWMnecs cneacTBueM Nno6o4HOro AencTBUS nekapcTs
1N METaboNNYECKUX HapyLWEeHU
UHeynet -
SHuedanonatus CHWXXEeHWe NamMsATH, OPUEHTALLMU, BOCTIPUSATUS, COCOBHOCTH K CHETY
Mcuxosbl [pwn OTCYTCTBUM [ENCTBUA NEeKapCcTB

9a. MNo4yeyHble NposiBNeHns (Nobble U3 nepeyncneHHbIx Hxe X 0,5 6anna)

MpoTenHypusa

CyToyHasi npotenHypus 6onee 0,5 r/cyt

MoueBon ocagok

ApPUTPOLUTYPUS, LIMIUHAPYPUS

Tematypus

MaKpocKonu4yeckas UM MUKpPOCKoNuyecKas

MoBbIlWEHWE YPOBHS KpeaTMHUHA
WM CHUXKEHUWE KIMpeHca
KpeaTuHUHa

96. PazBuTMe NoYEeYHbIX MPOSIBIEHUNI

(X 2 6anna, ecnv Nto6ow U3 BbllenepeynuceHHbIX NPU3HAKOB NoparKeHUs NovyeKk

BbISIB/IAIOT BHOBb WM HAGMIOAAI0T YXYALLIEHWE MO CPABHEHMIO C NOCNEAHUM HaBOAEHWEM)
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KnuHuyeckue peKkomeHaauum

Ta6nuua 4. [MpogomkeHne

CUHAPOM M KJIMHUYECKUE NPOSIBNEHUS Bannbi

10. lfemaTonornyeckne npu3Haku (Ntobble U3 nepeyvncieHHbix HuxKe X 1 6ann)

Heremonutuyeckas aHemMus Kym6c-HeraTBHasa runoxpoMHas Uian HOpMOXpPOMHas aHeMUst 6e3 PETUKYOLMTO3a

[emonuTMyeckas aHemus Kym6C-no3nTMBHasa reMoiMtuiyeckas aHeMus C PETUKYNOLUTO30M

NenkoneHuns MeHee 3500, unu numoonerHnsa meHee 1500 B MK

TpombouuToneHus MeHee 100 000 B MKn

11. CKopocTb ocefaHus apuTpoumTtoB (COI)

> 25 MM/4 NpU OTCYTCTBUU APYTUX NPUYUH

12a. [MnokomnaemeHTemus (Mtobble U3 nepeyvncieHHbix Huxe X 1 6ann)

C3 PagnanbHas andodyansa nnn HepenomeTpus

CH50

CTaHOapTHbIN FeMONUTUYECKMI MeToq

126. Pa3BuBatoLLlanca runokomniemMeHTeMus (X 1 6ann npy 3Ha4UTENbHOM CHUXKEHUM YPOBHSA KoMMneMeHTa (C4) no
CpaBHEHUIO C NOCNEeAHUM HabnoaeHnem

duHanbHbIN cHeT

Ecnv MMO3KT, NCMXOHEBPONOrMYECKME U NOYEYHbIE CUMMTOMbl — €AMHCTBEHHbIE NPOSBAEHUS cpean NyHKToB 1-10, cneayeTt fo6aBUTb

2 6anna. Ecnu cymmapHbiv 6ani — He Lieioe YUCNo, TO OKPYIUTbL A0 MEHbLUEro Y1caa nNpu 3HavyeHnu < 6 1 o 6onbluero Yyuena

npu 3HaveHnun > 6. Ecnu cymmapHbin 6ann > 10, okpyrnutb go 10.

WHTepnpetaumsa: 0-5 6annoB — MUHUMaNbHas CTeneHb akTMBHOCTU; 6—9 6annoB — CpefHas cTeneHb akTuBHoOCcTH; 10 1 6onee 6annoB —
BbICOKas CTeNneHb aKTUBHOCTH.

lpumedaHne. OLeHKa aKTUBHOCTU CUCTEMHOW KpacHOM BoNYaHKKW No wrane ECLAM npumeHseTcs Ans KOHTpons adhdeKTMBHOCTH
NpPOBOAMMON Tepanuu.

If myositis, psycho-neurological, and renal symptoms are the only manifestations among grades 1-10, 2 points should be added. If the total
score is not an integer, round down if a value is < 6 and round up if a value is > 6. If the total score is > 10, round to 10.

Interpretation: 0—5 points — the minimum degree of activity; 6-9 points — the medium degree of activity; 10 and more points — a high
degree of activity.

Note. The evaluation of systemic lupus erythematosus activity according to the ECLAM scale is used to monitor therapy effectiveness.

Ta6nuuya 5. OLeHKa aKTUBHOCTH CUCTEMHOM KPAcHOM BONYaHKMU MO KIMHUYECKUM NPOSIBAEHUAM
Table 5. Evaluation of systemic lupus erythematosus activity by clinical manifestations

CTeneHb aKTUBHOCTH KnuHuuyeckue nposiBneHusa

* BbicOKas iMxopagKa

® BbIpaxeHHble U3MEHEHUS CO CTOPOHbI BHYTPEHHWX OPraHoB (HePpUT ¢ HEDPOTUHECKMM CUHAPOMOM,
3HAOMUOKapPAMUT, IKCCYAaTUBHbIN NEPUKAPAUT U/UNK NNEBPUT); TAXKEN0E NOPaXKeHNe LeHTpalbHON HEPBHON
CUCTEMBbI, KOXM (AepMaTHT), ONOPHO-ABUIraTeNbHOro annapata (OCTPbIM NOAUaPTPUT U/UNK NOUMUOSHT)

e CKopocCTb ocefilaHunsa apuTpouutos (CO3) 6onee 45 mm/y

® AHTUHYKNeapHbI dakTop (AH®P) n aHTnTena K AHK — B BbICOKOM TUTpe

*  3Ha4YuTeNbHOE CHIKEHME O6LLEN FTEMOIMTUHECKON aKTUBHOCTH KOMTJIEMEHTa M €ro KOMMOHEHTOB Cj, Cy

e «BonyaHo4YHbIN KpU3»: GYHKLMOHANbHAA HEAOCTAaTOYHOCTb KaKoro-1nmbo opraHa Ha GoHe Ype3mepHo
BbICOKOM aKTMBHOCTW NaTONOMMHYeCKOro npoLecca

BbiCcOKas akTMUBHOCTb
(Il cteneHb)

e Jlnxopaaka o6bl4HO cyb6debpunibHas

e [lonnapTpanruv Uan NOANapTPUT

e [lepmatut

* YMepeHHas peaKLms cO CTOPOHbI CEPO3HbIX 060104EK

e HedpuT 6€3 HeHPOTUYECKOro CUHAPOMA M HapyLIEHUS NoYeYHbIX GYHKLMM

e CO3 nosbllWweHa B npeaenax 25-45 mm/4

e AH®, anTutena k JHK, UMpKynnpyowmne MMMyHHblEe KOMMIEKChbl — B YMEPEHHOM TUTpE

YMepeHHas akTMBHOCTb
(Il cteneHb)

e O6Lee cocTosiHMe naLneHTa 06bl4HO HE HapyLWeHO
e JlaGopaTopHble NOKa3aTenn MU3MeHeHbl Mano

Hu3Kas aKTMBHOCTb
e [IpM3HaKMU NopaxeHus BHYTPEHHUX OPraHoOB OnpeaenstoTCs TONbKO NPU KOMMIEKCHOM UHCTPYMEHTalbHOM

(I cteneHb)
obcnenoBaHum
* HespKune NPosiBNIEHUS KOXKHOMO M CyCTaBHOrO CMHAPOMOB
Pemuceus e OTCyTCTBME Y NALMEHTa KIMHUYECKMUX M NabopaTopHbIX MPU3HAKOB aKTMBHOCTKU NpoLiecca

NMOKPaCHEHWE KOMXMK NnLa M 30Hbl AEKO/bTe, MOBbILEHHYIO
$OTOYYBCTBUTENBHOCTD, MATHUCTbLIE U/UNK FreMopparnyeckue
BbICbIMAHMS Ha KOXe, CUHIOWHbIE MATHA Ha KOXe; OHEMEHMWE
/UKW NMOCUHEHMWE, U/UNKU nobeneHne nanbueB PyK W HOT;
S13BOYKM Ha KOHEYHOCTSX; 60/IM B MbllLL@X, CyCTaBax; yTpeH-
HIOK0 CKOBAHHOCTb B CycTaBax, NpuMyxaHue CycTaBoOB; KPOBO-

TeYyeHMa U3 Hoca, YyBCTBO HEXBATKM BO3yxa, KPpOBOXapKa-
Hbe, rO/I0BHblE GOJM, FONIOBOKPYKEHUE, BbipaxeHHble 6Gou
B KMBOTE, MPUMECH KPOBM B CTy/Ie, TOLIHOTY, OTEKM Ha NinLe
1 HOrax; HapylleHWe NoBEeAeHWs, MCUX03bl, CYLOPOrH.
PexkomeH/lyeTcs NPOBECTU aHann3 TMHEKONOrMYEecKoro
1 aKyLlepcKoro aHamHesa maTepw nauueHTa (YpoBeHb [oCTo-



Ta6auua 6. OLeHKa NOBPEKAEHUS BHYTPEHHUX OPraHoB Y CUCTEM NPU CUCTEMHOM KpacHoM BonyaHke no SLICC/ACR Damage Index

Table 6. Assessment of damage to organs and systems in patients with systemic lupus erythematosus according to SLICC/ACR Damage Index

Mpu3Hak Bannbi
OpraH 3peHust (Kaxkabi# rnas) npu KIMHUYECKOM OLleHKe
Jlio6asn KatapaKkTta 1
MN3MeHeHus ceTyaTKu unun atpodusa 3puTeNbHOro HepBa 1
HepBHas cucrema
KOrHWUTUBHbIE HapyLLIEHUS (CHUXKEHUE NaMATU, TPYAHOCTU CO CHETOM, N0Xas KOHLEHTPaLus, TPYAHOCTU B pa3roBOPHOM peyn 1
WK NUCbMeE, HapyLIEHHbIA YPOBEHb UCMOMHEHUS) UK GONbLUME NCUXO3bI
CyaoporkHble NpUNagKku, Tpebdytowue nevexHns 6onee 6 mec 1
MHcynbTbl Korga-nu6o (cyeT 2 6anna, ecnu > 1) 1unm 2
YepenHo-mo3roBas wiun nepudepuryeckas HeBponaTus (MCKNoYasa 3pUTeNbHYI0) 1
MonepeyHbin MuenuT 1
lMoykn
Kny6o4ykoBas dunbrpauuns < 50 mn/MuH 1
MpotenHypua > 3,51 / 24 1
nmm
KoHeyHas cTagms noyeyHoro 3aboneBanns (He3aBUCUMO OT AManu3a Wan TpaHcnaaHTaLum) 3
Jlerkune
JleroyHasi runepTeHaus (BbibyxaHue NpaBoro Xeayaouka M 3BOHKUM |l ToH) 1
JleroyHbi GMbpos (GU3nKanbHO 1 PEHTTEHOIOrMYECKH) 1
CMoOpLLEHHOE NerKoe (PeHTreHON0rMYecKH) 1
MneBpanbHbIn GU6PO3 (PEHTFEHONOTMYECKN) 1
MHbapKT Nerkoro (PeHTreHoN0rMyecKkn) 1
CeppaeyvHo-cocyamcTas cuctema
CTeHOKapans UM aoOpTOKOPOHaPHOE LWYHTUPOBaHWe 1
MHdapKT MMoKapaa Koraa-nuM6o (cyet 2 6anna, ecnv > 1) 1unm 2
Kapanomuonatus (AUChYHKLNS KenyaoHKOB) 1
MopaxeHune KnanaHoB (4MacTONMYECKUI UM CUCTONIMYECKUIA WyM > 3 /6) 1
MepuKkapauT B TeyeHre 6 Mec (MIn NepuKkapa3KToMus) 1
lMepugpepunyeckue cocyabl
MNMepemerxatolascs xpomoTa B Te4eHne 6 Mec 1
He6onbluas noteps TKaHu («nogylweyka» nanbLa) 1
3HayuTenbHasa NoTeps TKaHW Koraa-nmMeéo (NnoTeps nanbla UM KOHEYHOCTK) (CHET 2, ecniv 60o/ee YeM B OLHOM MeCTe) 1wm 2
BeHO3HbIM TPOMG03 C OTEKOM, U3bA3BNEHUEM UK BEHO3HbLIM CTAa30M 1
YKenyaoyHoO-KMLEYHbIN TpaKT
NHbapKT, pe3eKLmns KULLeYHUKa (HUXKe ABEHaALaTUNEPCTHOM KULLKK), CeNe3EHKN, MEYEHN WU KENYHOMO Ny3blps, Koraa-nméo 1w 2
no No6bIM NpUYUHaM (CHET 2, ecnu 6onee YeM B OAHOM MeCTe)
Me3eHTepuanbHas He4oCTaTOYHOCTb 1
XPOHWUYECKUI MEPUTOHUT 1
CTPUKTYpbI UK XMPYPruYecKre onepaunm Ha BepxHen yactm KT 1
KocTHO-MbllweYHas cuctema
MbiweyHas atpodus unm cnaboctb 1
[edopmupyoLwunin UM 3p03MBHbLIN apTPUT (BKNKOYas BnpaBuMble AedopmaLinm, UCKIoYas aBacKynsapHble HEKPO3bl) 1
OcTeonopos ¢ nepesomamMum Uan KonnancomM no3BOHKOB (MCKJIl0Yas aBacKySapHbIA HEKPO3) 1
ABacCKynapHbIi HEKPO3 (c4eT 2 6anna, ecnu > 1) 1wm 2
Octeomunenut 1
Koxa
Py6L0Bast XxpoHWYecKas anoneuus 1
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KnuHuyeckue peKkomeHaauum

Ta6nuua 6. MpogoskeHne

MpusHak Bannbi
O6wnpHoe pybLeBaHMe UK NAaHHUKYIUT (KpOME BOOCUMCTOM HYacTu M NoAyLeYeK NanbLeB) 1
MN3bA3BNEHUSA KOXM (MCKNtoYasa TpoMb03) B TeyeHne 6 mec 1
lopaeHune NonoBoMn CUCTEMDI 1
CaxapHblit anabeT (BHE 3aBUCUMOCTU OT JIeHEHMS) 1
ManurHuzauus (Mcknoyas gucnnasuu) (cyet 2 6anna, ecnv 6onee 4em B OAHOM MecTe) 1
06wmn 6ann

YcTaHaBAMBaET HaNM4Me NoTEHLMaNbHO HEO6PATUMbIX MOPAXKEHUI Pa3NUYHbIX OPraHoB.

MHAEKC NoBpeXaeHUs BKIOYaAET onucaHme CoCTosiHUs 12 cucTem opraHoB, MakCHMasbHbl CHET MO OTAENbHBIM CUCTEMaM OpraHoB
coctaBnaeT oT 1 Ao 7 6ann0B B 3aBUCUMOCTH OT KOIMYECTBA OLieHWBaeMbIx NapameTpoB. O6LWMi MakcMManbHO BO3MOXHbIV CYET COCTaBASET
47 6annoB. B 6annbHyto OLEHKY BKIIOYAIOTCS BCE TUMbl MOBPEXAEHWS C MOMEHTa Havyana 3aboneBaHns (06yCnoBIEHHbIE HENOCPEACTBEHHO
CKB nnv pa3BuBLIMECS BCNEACTBUE NPOBOAMMON Tepanuu), Npyu 3TOM Y4UTbIBAKOTCSA TONIbKO NPU3HAKK, COXpaHsiolmecs B TeyeHne 6 mec

n 6onee.

lNpnmevarume. Hannyne y naumeHTa HuxenepeymcneHHblX CUMNTOMOB AO/IKHO OTMeYaTbCs He MeHee 6 mec!

Potentially irreversible lesions of various organs are detected.

The damage index includes a description of the state of 12 organ systems, the maximum score for individual organ systems is 1—7 points
depending on the number of parameters being evaluated. The total maximum possible score is 47 points. The score includes all types of
damage from the moment of the disease onset (caused directly by SLE or developed as a result of the therapy); only symptoms registered for

6 months or more are considered.

Note. The following symptoms in a patient should be registered for at least 6 months!

BEPHOCTU AoKasaTesbeTB 5%). HeobxoaMmo cobpaTb AaHHble
0 TeYeHu npeaplaywmnx 6epeMeHHocTeN. BbICHUTbL, UMenu nu
MECTO BHYTPUYTPOOHasa rméenb nnoga, XpoHU4EeCKoe HeBblHa-
WrBaHWe 6epeMeHHOCTH, MPeXAeBPEMEHHbIE POabl, MePBUY-
Hoe wnn BTOpMYHOe Gecnnogue. [aHHble O TeYeHUW HacTo-
fuen 6epeMeHHOCTU (BpedHOCTH, C KOTOPbIMW MaTb MMena
feno Bo Bpemsi 6epeMeHHOCTH, recTo3bl MepBoOM M BTOPOWM
MOMOBUHbI, YrPO3bl NPEPbIBAHUSA Ha PaHHMX U MO3AHMX CPOKaX,
aHeMusi 6epeMeHHbIX, NepeHeceHHble 3aboneBaHns BO Bpems
6epemMeHHOCTH). JaHHble O Te4EHUU POAOB (CBOEBPEMEHHOCTb
POAOB, ANUTENBbHOCTL 6€3BOAHOIO MPOMENKYTKA, ANUTENBHOCTb
nepBoro 1 BTOPOro NepuoaoB PogoB, XapaKTep OKOMOMIOAHbIX
BOJ, CBOEBPEMEHHOCTb OTAENEHMS MAALEHTbI U ee Ka4ecTBO).

PekomeHayeTcs nNpoBecTv aHaliu3 aHaMHe3a KWU3HMU
naumeHTa (ypoBeHb 0CTOBEPHOCTH AoKa3aTenbeTB 5%*). Oco-
60e BHMMaHWe 06paTUTb Ha KIMHUYECKME MPOSBNEHNUS UH-
dEeKUMIR, HanMyne KoHTaKTa C nuuamu, 6onelwmnummn Tyéep-
KyNe3oM; Hanuyme annepruyecknx peaKkun, a TakKe peak-
LMIA Ha NpodUnaKkTMyecKkne NPUBMBKU, MHCONSALMIO.

PekomeHayeTcs npoBecTM aHanu3d HacneicTBEHHOro
aHamHe3sa [10] (ypoBeHb 4OCTOBEPHOCTU [JOKa3aTebCTB 4):
BbISIBUTb HanuM4ymMe POACTBEHHWKOB C peBMaTUYECKUMMU 60-
Nle3HsMHK, B TOM yncne ¢ CKB.

PekomeHayeTca npoBecTn aHanu3 aHaMHe3a 3abonesa-
HMS C yCTaHOB/EHWEM XapaKTepa AebtoTa, a TaKkKe 0Co6eH-
HOCTEM W ANUTENbHOCTM TeyeHust 3aboneBaHus (YPOBEHb
JOCTOBEPHOCTH [0Ka3aTesnbCTB 5%): BbIACHUTb, YTO MNpea-
LWeCcTBOBaNO pasBuTUO 60M1e3HU (PU3nyeckas, NCUXoNoru-
yeckasi TpaBMma; ocTpas pecnupaTopHas, GakTepuanbHas
MHPEKLMS; BaKLMHAUMSA, MHCONALMS); nonydyan A nauueHt
aHTMGaKTepuanbHble npenapaTbl (Kakue, KakoBa 6blna WX
[103a W NPOAOCIKUTENBHOCTb NpUemMa).

dusukanbHoe o6cnepoBaHue

PekomeHayeTcs npoBecTH OoUyeHKY 06LLero cocTosiHus
nayMeHTa: OHO MOXET 6blTb CpeaHEeN TAKECTHU, MHOTAA TsXKe-
noe. TAXeCTb COCTOSHWS OMpeaensieTcsl BblParKEHHOCTbIO
06LWMX CUMNTOMOB, CTEMNEHbIO PACMPOCTPAHEHHOCTU Mopa-
¥eHUs (YpoBEHb JOCTOBEPHOCTU fOoKasaTebCcTB 5%). B pea-
KMX cnyyasx yke B aebtoTe 3ab60/1eBaHNs v Npu AasibHERLWeM
TEYEeHWW y MaLMEHTOB Pa3BMBAlOTCA NOMMOPraHHas Hepo-
CTaTOYHOCTb, NOPAXKEHWNE LIEeHTPaNbHON HEPBHON CUCTEMBbI.

PekomeHayeTcs oy4eHUTb Ha/lnyme IMXopagKu y nauu-
€HTa, WCKIOYUTb MHOEKLMOHHbIE MPUYUHLI ee nosiBne-
HUS. TSXKECTb NMXOpafKW OTpaykaeT CTerneHb aKTMBHOCTH
CKB 1 BXOAMUT B KPUTEPWUWM aKTMBHOCTU GONE3HU (YPOBEHH
[IOCTOBEPHOCTH [OKazaTesbecTB 5%). B TeyeHue nepBoOro
roga 6onesHu nuxopagka otmedaetcs y 35-90% 6oneto-
wmx CKB, 3a Becb nepuog 60ne3Hn ee MOXHO HabnoaaTtb
y BCEX NauuMeHToB. TemnepaTypa Tena — oT cy6dpebpuibHom
00 GebpunbHOM, NOCTOAHHANA (MHOrAa MO TUMY PEMUTUPYIO-
uen). PdeKT oT NPUMEHEHU aHTUBaKTepUanbHbIX npena-
paToB OTCYTCTBYET.

PekomeHAayeTcs NPOBECTU OCMOTP KOXKHbIX MOKPOBOB U
C/IN3UCTBIX 060/104€K Ha HaNM4Yne CleaytoL X CUMNTOMOB:

e BO/YaHOYHas 6abo4yKa (4acTo, 6onee 4yem B 80% cnyyaeB);

e doToceHcnbunmsauus (4acto, 6onee 4em B 50% cnyyaen);

® Hecneunduyeckne KoXKHble BbiCbiMaHMsA (4acTo, 6onee
yem B 50% cnyyaeB Npu BbICOKON aKTUBHOCTU CKB);

e anoneuus (4acto, B 30% cny4aen);

® nopakeHue CAu3UCTbix 060/704eK (4acTo, 6onee 4yem

y 30% peten B akTMBHOM nepuoae 60/1e3Hu);

e Kcepogepmus, gedbopmMaLma U NOMKOCTb HOITEN (4acTo,

B aKTUBHOM nepuoje 3aboneBaHus);

e cuHapom PeiHo (peanko; y neten ¢ CKB 3HauuTenbHO
pexe, 4em y B3pocibix — B 15—-20% cnyyaeB);

® 3pUTEMHbIE BbICbIMAHUSA Ha OTKPbITbIX y4aCTKaX KOXMK;

® [UCKOMAHble o4aru (o4eHb peaKo, meHee 5%);

e Kanunnaput (06bI4HO B OCTPOM Nepuoae 3abonieBaHus);

® remMopparuM4yeckue BbiCbiNaHms;

e ceTyaToe NMBEAo;

® BOSYAHOYHAsA 3HAHTEME;

e adTO3HbIM CTOMATHT;

®  XEWHUT.

AKTUBHbI€ KOXHO-C/IN3UCTble CUMMATOMbI — OfHMU
M3 OCHOBHbIX Mpu3HakoB CKB 1 BK/OYEHbI Kak B Kiaccu-
GUKaLMOHHbIE KPUTEPUU, TaK U B KPUTEPUM aKTMBHOCTM CKB
(ypoBeHb JOCTOBEPHOCTU JOKa3aTebCTB 5%).

PekomeHayeTcsa mpoBecTM OCMOTp, nasiblaLuio BCeX
rpynn cyctaBoB, OLEHUTb LBET KOXMW Haf CyCTaBOM, MeCT-
HylO Temnepatypy, Hanudine oteka u 60nu. ApTpUT, Nopaa-
IOWNKN aBa wmamM 6onee cycTtaBoB, MposBhsouwmmnca 6ones-
HEHHOCTbIO, OTEKOM W BbINOTOM, apTpanruven, sBnseTcs
npuaHakom CKB M BK/IOYEH KaK B KlacCUPUKaLMOHHbIE




KpUTepuun, Tak U B KpuTepunm aktuBHocTM CKB (ypoBeHb
[I0OCTOBEPHOCTH [OKaszaTesbeTB 5*). Heob6xoammo obcene-
[OBaTb CyCTaBbl Ha Hanuuuve npunyxaoctu. Cnegyet oue-

HWUTb TEMNepaTypy KOXKKU Hag KONEHHbIMU U FTONEHOCTOMHbLIMM

cycTaBaMM, NpMKacasicb K HUM TblJIbHOM CTOPOHOW NanbLeB,

a 3aTeM — pasHuLy TemnepaTyp CUMMETPUYHBIX Y4aCTKOB

KOXMW. lMpn 0aHOCTOPOHHEM BOCMaNeHUU CycTaBOB Bcerga

onpeaensoT pasHuLy TeMnepaTypbl KOXH.

Heo6xoanmo npoBepuUTb 06beM NacCHBHbIX U aKTUB-
HbIX ABHU)XEHWH B cycTaBax.

OueHKa MOABMXHOCTU CYCTaBOB: B Cly4yae OTCYTCTBUSA
60/1Ie3HEHHOCTM B cycTaBax Npu 06bl4HOW amMnnuTyae OABU-
YEeHUN HeobXoaMMO OLLEHUTb NosiBieHWe 60/M (3alUUTHO-
ro HanpsKEeHWs MbIlWL, COMPOTUBAEHUS) NPU MaKCUMasb-
HOW amnauTyae ABUXKEeHWW. OueHnBalT CUMMETPUYHOCTb
OBWXEHUN:
® LIENHOro oTaena No3BOHOYHWKA: MOMPOCUTb 3abpPOCUTb

ronoBy Hasaj (pa3rnbanHune B Hopme — 50-60°), goctaTb

noa6opoaKOM [0 FpyAuHbl (crMbaHue B Hopme — 45°),

NOBEPHYTb rOMOBY BMpaBoO, BieBO (poTauus B Hopme

60-80°), NO/IOKMUTb FONIOBY Ha NpaBoOe M NieBoe Mnae4yo

(6oKoBOE crmbaHne — 40°);
®  Y4e/lIlOCTHO-BMCOYHbIX CYCTaBOB: MOMPOCUTb OTKPbITb POT,

BbIABMHYTb BNEpes 1 Ha3agd HUKHIOK YentocTb, NPon3Be-

CTU GOKOBbIE ABUXEHUSA HUXKHEN YeNtoCTbio U3 CTOPOHbI

B CTOPOHY;
® [M/eyYeBbIX CYCTaBOB: MOMPOCWUTb MOAHATb PYKU 4yepes

CTOPOHbI BBEPX, AOCTaTb MpaBoe W NEeBOE YXO 4yepes

3aTblNIOK, AOCTaTb MpPaByo U NIEBYIO SIoNaTKy NPOTUBOMNO-

JIOXKHOM KUCTbIO C3a4M; CHATb CaMOCTOATENbHO pybalLKy,

MaWKy, npuyecaTbCs;
® JIOKTEBbIX CYyCTABOB: MNOMPOCUTb NMONOXKNTb KUCTU Ha nie-

4K (B HOpMe yron crubaHnsg — He 6onee 20°), pa3orHyTb

PYKy B NOKTEBOM cycTaBe (B HOpMe — He MeHee 180°),

NpoBepPUTb MNPOHaLM0 U cynmMHaumio (B Hopme 90°);
® Jly4ye3anscTHbIX CyCTaBOB: NMPOBEPUTb ThlIbHOE CrubaHune

(B HopMme — 70°), nafgoHHoe crnbaHme (B Hopme — 90°);
® MEJIKUX CYCTaBOB KMCTEN pYyK: MONPOCUTb cobpaTb Nanb-

Lbl B KynaK (Kynak AomKeH 6bITb MAOTHbIM), CHATb CaMo-

CTOATENbHO HOCKM U KOMFOTKM, PAaCCTENHYTb U 3aCTErHyTb

NyroBuLbl; B HOPME Nasblibl N1ErKO KacatloTcs NagoHu;

e TazobefpeHHbIX CYCTaBOB: MpPOBEPUTL OTBeAeHuE
(He MeHee 140°), npuBegeHue (QOMKEH KOCHYTbCSH
6eapamMu U KONEHAMW rpyan), Hapy>KHY0 U BHYTPEHHIOH
poTauuto (B Hopme — He MeHee 40—-45°). [po6a Ha BHy-
TPEHHIOIO poTaLmMio B Ta306eApeHHbIX CycTaBax: pebeHoK
JIEXWUT Ha CMuHEe ¢ COrHyTbiMu nog yrnom 90° Tazobe-
APEHHBIMM WM KOMEHHbIMW CcycTaBaMu. [lepxa KoneHwu
BMECTe, MOBOPAYMBalOT FOSIEHW KHApPYyXM: MOYTU MpU
BCex 3abofieBaHUsAX Ta3006e4pEeHHbIX CYyCTaBOB B NepBylo
oyepefb U3MEHSETCH BHYTPEHHASA poTaLms;

® KOJNIEHHbIX CyCTaBOB: MOMPOCUTb COMHYTb HOTU B KOJNEH-
HbIX CyCTaBaXx (OOMXKEH AocTaTb MNSATKOW A0 SAroauubl),
CEeCTb Ha KOMIEHN M ONYCTUTb AroAMUbl Ha NATKKW, paso-
rHYTb KOMEeHHble cycTaBbl (yron 180°), npucecTb Ha Kop-
TOYKM. [TpoBEPUTL CUMNTOM GannoTauumM HagKONEeHHUKa:
HUXHWE KOHEYHOCTM CrnbatoT B KONEHHbIX cycTaBax
(06bIYHO KacaHWe nAaTKaMKW Aroguu, npoucxoaut 6e3
TpyAa); MaKCUManbHO pPa3rnbaloT HUXKHME KOHEYHOCTM
B KOJIEHHbIX CycTaBax B MONOXEHUMN pebeHKa Ha CruHe;

e CYCTaBOB CTOM, FONEHOCTOMHbIX CYCTaBOB: NMPOBEPWUTH
TblfibHOE crnubaHue (B HopMme — yron 45°), nogowBeHHoe
pa3rnbaHue (B Hopme — yron 20°), cynuHauus (NoBOpoT
ctonbl BHYTpb — 30°), npoHauuMsa (NOBOPOT CTOMbl KHa-
pyxun — 20°). lonpocuTb BCTaTb Ha LbIMOYKN U MPOUTH,
BCTaTb Ha MATKU W NPOUTU (B HOpME PEeBEHOK AOMKEH
caenatb 310 6e3 3aTpyaHeHMR). HabnogatloT 3a acumme-

Tpuew nNpu nepemMeLLeHnn NoAbIKEK B pa3HblX Hamnpas-
NeHuax. 3amMeTHoe orpaHuyeHue crubaHust BbIBASOT
06bl4HO 6€3 3aTpyAHEHWN, Aaxe Npu OTCYTCTBUM BUAM-
MOW MPUMYX10CTH CYCTaBOB.

C uenbto BbiSBAEeHUS 6011 UM CKOBAHHOCTU ABUXKEHWUN
pEKOMEHIYETCS OL€HUTb MOXOAKY nauueHTa npu xopb6e
u npm 6ere, 0co60e BHUMAHWE NPU 3TOM CTOUT 06paTUTb
Ha Hann4une/OTCYTCTBME XPOMOTbI (YPpOBEHb JOCTOBEPHOCTHU
JloKkazaTtesibeTB 5%*). BapnaHTbl MOXOAKM:

e C ObICTPbIM MEPEHOCOM MaccChbl Tena C¢ 60/bHON HOrM
Ha 340pOBYK (NOpPa*KeHWe KOJNIEHHbIX, Ta306eapeHHbIX
CyCTaBOB, CTOM); MauUMEHT BCTaeT Ha BClO CTOMy Mau
HOCOK (NoparkeHne NATKK);

® «TWHas» — nepeBanMnBatoLLancs (4BYCTOPOHHee Mopa-
YeHWe Ta306epEHHbIX CyCTaBOB).

Ha6nogeHne 3a nNoxogxkon npu xoabbe v 6ere: Xpo-
MOT@ — Ba)XHbI JMArHOCTUYECKUI K/IOY ANS BbISBAEHMS
6011 I CKOBAHHOCTWU. YKa3aHWs poauTenen Ha Hanuyue
XPOMOTbI Y pebeHKa 06bl4HO ObiBalOT BEPHLIMK, AarKe eCciu
Ha MOMEHT OCMOTPa XPOMOTbI HET.

PekomeHayeTca npoBecTu o06cC/efoBaHUE KOCTHOH
cucrtembl (YPOBEHb [OCTOBEPHOCTM J[OKalaTesibCcTB 5%).
lNoparkeHne KocTen — OAMH M3 KIIMHUYECKMX MPU3HAKOB
CKB. ¥ 10-15% nauveHTOB pa3BMBaeTCs acenTU4yecKun
HEKPO3 (KOCTHO-XpslLeBasi CEKBECTPaLMs CO BTOPUYHLIM
OCTEOCKIEPO30M) anndu3a ronoBKuM 6eapeHHon KocTu. [py-
rMe KOCTM MopakaloTcs peako. KnuHuyecku nposiBasercs
CTOMKOM 60/1bl0 1 HapylleHnem QyHKL MK cycTaBa.

PekomeHayeTcs npoBecTH o6csegoBaHUME MbILWEYHOH
cucTeMbl — nanbnauus, onpeaeneHne Mbllle4YHOro ToHyca u
MbILLIEYHOW cufbl. MWO3UT, NOATBEPKAEHHbIN MOBbILLEHHBIMU
YPOBHAMU KpeaTUHDOCPOKMHA3bI U/UIK C MOMOLLbIO EKTPO-
MUorpadun UK MMCTONOrMYECKMM UCCNEA0BaHMEM, OTPaXKaeT
cTeneHb aktuBHocTH CKB 1 BK/IOYEH B KPUTEPUMU aKTUBHOCTH
CKB (ypoBeHb OCTOBEPHOCTHM JOKA3aTE/ILCTB 5%).

PekomeHayeTcs npoBecTH nanbnauyuio ammoparnye-
CKMX y3JI0B AN1 OLEHKU Hanuuusa numdageHonatumn (ypo-
BeHb [JOCTOBEPHOCTH fOKa3aTesbeTB 5%). JlumdpageHonatums
passuBaetca y 11-45% nauneHTos; nuMmdaTuiecKme yanbl,
KaK nNpaBuIio, NOABUXHbIE, 6€360N1e3HEHHbIe, He CNasiHHble
Mexay cob60oM 1 ¢ Noasexxallmmm TKaHAMK, MATKO- UKW NoT-
HO3M1aCTUYECKON KOHCUCTEHLMHK, pa3dmepom o 1,5 cm.

PekomeHayeTcs nmpoBecTH o6cnepoBaHUe cepheyYHo-
COCYAMCTON CHUCTEeMbI: NEPKYCCUS FPaHULL U ayCKynbTauus
cepaua v cocyaoB, Nanbnalmsa cocyaoB, onpegeneHune nynb-
ca W apTepuanbHOro gaBneHus. NopaxkeHns cepaevyHo-cocy-
OUCTON CUCTEMbI BKJOYEHbI KaK B KlacCUPUKaALMOHHbIE
KpUTepuun, Tak U B KpuTepum aktuBHocTM CKB (ypoBeHb
[I0CTOBEPHOCTU foKaszatesbcTB 5%). [lynbC W apTepuanb-
HOe JaBfieHWe OMpeAenstoTcs Ha CUMMETPUYHBIX yHacTKax.
MNynbCc — B npeaenax HopMmasbHbIX 3HAYEHUH, HO MOXKET
OblTb 3HAYMTENbHO Y4alleH; apTepuanbHoe [AaBieHne —
HOpMasnbHOE UK BbIABASETCH apTepuanbHas runepTeH3us.
Cocyabl Npy Nanbnaunm 6e€360/1e3HEHHDI, WYMbl Ha[ aopToMn
N OTXOASLMMM OT HEE apTEPUAMM HE BbICNYLLIMBAIOTCS.

PekomeHayeTca mnpoBecTH o6cnejoBaHUue Jbixa-
TeJIbHOM CHUCTeMbl (ONpefenuTb HanuMyine uuaHo3a, Kpo-
BOXapKaHbsl, 3aTpyAHEHWE AblXaHWs; ONpeaenuTb 4acToTy
AbIXaHWs; MPOBECTU MEPKYCCUI0 M ayCKYNbTaLMIO NIErKMX)
C LEeNbl0 OUEHKM Hanu4ms MnoparkKeHWMn nerkux (4acto npu
CKB, no 80% cny4aeB) — nnesputoB (4acto, 20—-30% cny-
YyaeB), OCTPOro BOMYAHOYHOrO MHEBMOHMUTA (pedKo, MeHee
5% nauneHToB, 3a4acTylo MNPU BbICOKOW aKTUBHOCTU 3a60-
fieBaHus), NeroyHblX (anbBeoNspHbIX) reMopparnin (peako,
B 5%, HO NoTeHLUManbHO daTtanbHOe NPOSBAEHUE), NErOYHON
rMNepTeH3unn (peaKko), TPOMOO30B COCYA0B U MHPapKTa ner-
KMUX (O4YEHb PEAKO).
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KnuHuyeckue peKkomeHaauum

MopakeHna nerkux SBAAIOTCS OAHMM M3 MPU3HAKOB
60/1€3HU, BK/IOYEHbI KaK B KllacCUDUKALMOHHbIE KPUTEPUH,
TaK 1 B KpUTepunn aktuBHocTn CKB (ypoBeHb JOCTOBEPHOCTHU
[loKazaTesibCeTB 5%).

PekomeHayeTca NpoBeCTH OCMOTP MOJIOCTHU pTa, NEPKY-
TOPHO OMnMpeAennTb pa3mMepbl MEYEHU N Ce1€3€HKH, NMpo-
BECTH nasibrnaylmio }XMBoTa.

MopaeHus Kenyao4HO-KMLLEYHOr 0 TPaKTa OTpaXKatloT cTe-
NneHb akTMBHOCTM CKB M1 BK/IIOYEHbI B KPUTEPUN aKTUBHOCTH
3aboneBaHus [11] (ypoBeHb [OCTOBEPHOCTU [OKa3aTesibCTB
4). TloparKeHWe *enyao4HO-KULLIEYHOro TpaKTa pa3BUBaeTCs
y 30-40% peten ¢ CKB. KNMHUYECKM OTMEYAOTCS CHUXKEHNE
anneTuTa, TOWHOTa, 60K B }XMBOTE, MHOIAA AMapes.

MoparkeHne KuleYyHMKa MNPosBASETCA remMopparvamu,
MHapKTamM M HEKpo3amu ¢ nocnegyouler nepdbopaumen
N pa3BUTUEM KULIEYHOTrO KPOBOTEYEHUS MU PUOPUHO3HO-
FHOMHOrO MEPUTOHMUTA; BCTPEeYaeTcs PefKo, CyLEeCTBEHHO
yXyAlaeT NporHos, onpeaensier pas3BUTME BOMYAHOYHOIO
abaoMUHaNbHOro Kpu13a.

MopaxkeHne nevyeHU xapaKTepuadyetcs renatomeranu-
en, renatutom. lNpu covetanmn CKB ¢ aHTMdochdonmnnua-
HbIM CUHAPOMOM pa3BMBalOTCH UHAPKTbI NeYeHu, TPoOM603
nevyeHo4YHbIX BeH (cuHapom bagaa—Kuapn).

MoparkeHune NoaKenyao4HoON xenesbl (MaHKPeaTUT) MOXeET
ObITb CNEACTBMEM NATONOMMYECKOro npoLiecca B pamkax CKB
W1 BO3AEeNCTBUSA 60NbLUNX 03 [JTIIOKOKOPTUKOCTEPOUIOB.

TaKXKe NosBNAOTCH A3BEHHbLIM CTOMATUT, MOCCUT, XEWNUT;
B TAXKENbIX Cly4asix — NapOAOHTO3 C BbiNageHWeM 3y60B.

[MepKyTOPHO BO3MOXKHO BbISIBIEHWE YBEIUYEHUS pas-
MEpOB MeYEeHN U CeNe3eHKM, NanbnaTtopHO — BblpaxeHHas
60NE3HEHHOCTb B 3MNMUracTpuun, TOYKax NPOEKUMU ABeHaa-
LLaTUNEPCTHOM KULLKKW, NOAXKENYA04YHOM enesbl, B 061acTm
Kpasi NevyeHu, No Xxoay KuLevyH1Ka.

PekomeHayeTcs onpegennTb Haan4ue OTEKOB, apTe-
pHaNbHON TUNEPTEH3UU, OLEHUTb Auype3. [oparkeHus
noYyeK ABNSAOTCA OAHMM M3 npu3HakoB CKB v BKIIIOYEHDI
B KNhaccuduKauMOHHbIE KpuUTepuu 3aboneBaHus (ypoBeHb
[JOCTOBEPHOCTU [joKa3aTesibeTB 5*). [laHHble O MopaKeHuu
noyek npucytcteytoT y 50% nauuneHTtos ¢ CKB, y 80-90% —
B TeYeHue nepBoro roga 6onesHun. BolgensioT 5 BapmnaHToB
TeYeHMs BONYaHOYHOro HedpuTa:
® W30/MpPOBaHHass 6ecCMMMTOMHaa rematypus WauM npo-

TEUHYPUS;
®  OCTPbIM HEDPOTHUYECKMI CUHAPOM (MOXKET BbITb NposiBNE-

HUEM TPOMOOTMYECKOM MUKPOAHrMonaTtum, Nporpeccu-

poBaHus aAndPy3Horo npoandepaTMBHOro BoA4aHOYHO-

ro HedpuTa, pexxe nHdapKTa NoYKK, acCoLMMPOBaAHHOIo
¢ aHTUdoCcHONMNUAHBIM CUHAPOMOM);
®  HedpPOTUYECKUN CUHOPOM, KOTOPbIM MOXET OblTb M30-

SIMPOBaHHbIM MKW COYETATLCS C HEPPUTUHECKUM CUHAPO-

MOM (OCHOBHOM MPUYMHOM HEDPOTUYECKOro CUHAPOMA

ansetca AMdOY3HbIM NponndepaTMBHbIN U Me3aHIu-

allbHblM BONYAHOYHbIN HEDPUT);
® MaKporematypusi MOXeT 6blTb NPOSIBJEHWEM OCTPOro

HedpPOTUYECKOr0 CUHAPOMA, KOTOPbLIM peako Habnwaa-

eTtca y nauneHToB ¢ CKB, a TakKe TpomM603a NOYEYHbIX

BEH (0CNoXHeHne HedPOTUYECKOro CUHAPOMA WU aHTU-

dochonmMnnaHoro cuHapoma);
e XpoHuyecKas 6051e3Hb NOYeK.

PekomeHayeTcs npoBecT oGcnegoBaHUe Ha Hanuuue
K/IMHUYECKUX NposiBJIeHU aHTUGOoCcHOIMMUAHOIrO CUHAPO-
Ma (YpoBeHb [OCTOBEPHOCTM [oKa3aTtesbecTB 5%). OAna aHTu-
dochonnnmnaHoro cuHapoma y nauneHToB ¢ CKB xapaKTepHbl:
e BEHO3HbIN, perke apTepuanbHbii TPOM603;
® KOXHble MPOsIBNEHMSA: ceTyaToe MBEAO (YH4aCTKMU «mpa-

MOPHOWM» KOXKM, CUHSIKM, KDOBOMOATEKU, UMEHYEMbIE KaK

«IMBEA0»), KPYNHble $13Bbl, HANOMMWHAIOLWMNE FAHIPEHO3-

HYl0 nNuMoaepmuto, noctdnebuTnyeckne s3Bbl, Nypnypa,
NafloHHas WM MNOAOWBEHHAsA 3puTeMa, Y3eNKW, MycTynbl,
NMOBEPXHOCTHbIE KOXHblE€ HEKPO3bl, AUTUTaNbHAA raHrpe-
Ha, NOBEPXHOCTHbIE TPOMBODNEOUTLI, 310KAYECTBEHHbIE
aTtpoduyeckme nanyne3onofobHble 3MEMEHbI, MHOXe-
CTBEHHbIE FeMopparMm B NOAHOITEBOM JIOXKE;

e cuHgpom CHepadoHa: co4vyeTaHue LiepebpoBaCKyNsipHOM
naTtoNiorMm W pacnpocTpaHeHHOro MBeAo, Mpu 3TOM
HepeaKko MMeloTCs a/ieMeHTbl cuHapoma PelHo. Hepo-
flornyeckasi naTonorns MnposiBASETCs MNpPexosamMmMu
HapyLEeHNIMM MO3FOBOro KpPOBOOGPALLEHMS, KPpU3aMHu,
MHCYIbTaMW, WMHOrAa MOBTOPHbIMM, 3MNUAENTUYECKUMMU
npunagkamMu, HapyLLEHNAMU KOTHUTUBHBIX QYHKLNIT;

® noparkeHue cepaua: HeMHPEKLUMOHHbBIV 3HAOKAPAKT;

® JleroyHas runepTeHsus;

® peHanbHasa AMCPYHKLMSA M/UNK apTepuanbHas rmnepTeH-
3u18 (cneacTeme TpomM603a Unn amM60nn);

e nopaxeHune LHC: uHCynbTbl Kak cneactBue Tpom60-
3a UAn aM60AUKN, TPAH3UTOPHbIE UILEMUYECKUE aTaKW,
xopesi, cuHapoM [MneHa—bappe, nonepeyHbin MUENWT,
CUMMTOMATHKA, NMOX0Xasa Ha PECCESIHHbIN CKNepo3, Cyao-
pOrun, MUrpeHb.

JlaGopaTopHasa guarHocTukKa

UccnepgoBaHms, NnpoBogMMble B Lie/IIX YyCTaHOBJIEHUSA

AuarHosa

Bcem nauueHtam ¢ CKB peKkomeHayeTcs onpepene-
HUe aHTUHYKneapHoro ¢akropa (AH®) ana yctaHoBneHus
amnarHo3a. [MonoxutenbHblh TecT Ha AH® BxoauT B Knac-
cudUKaLMOHHbIe KpuTepun CKB, npu atom HecneumdbuyeH
ona CKB, HepedKo ObiBaeT MOJIOKUTENbHBIM Y NaLMUEHTOB
C ApPYrMMK peBMaTUYECKMMU U HEpPEBMATUYECKUMHK 3abone-
BaHnamu [12] (ypoBeHb [OCTOBEPHOCTM [OKa3aTesbCTB 3).
AHTUHYKNIeapHbIn daKTop BbigBAsSETCS Y 95% nauMeHTOB;
cneunMdnYHOCTb NPU3HaKa HeBeIMKa, MOCKOJbKY OH Hepea-
KO 6blBaeT NONOXKMUTENbHbLIM Y NALMEHTOB C APYrMMKU peBMa-
TUYECKMMU U HEPEBMATUYECKMMU 3a601E€BAHUAMM.

Bcem nauuneHTam ¢ nogospeHnem Ha CKB pekomeHay-
eTca onpeaesieHue aHTUTEN K Sm-aHTUreHy 415 YCTaHOB-
NIeHNs JMarHo3a B COOTBETCTBUM C KlacCUDUKALMOHHBLIMU
Kputepusammu CKB [13] (ypoBeHb [OCTOBEPHOCTU [AOKa3a-
TebCTB 5). [oN0XUTENbHbIE aHTUTENA K SM-aHTUTEHY BbICO-
KocrneundunyHol ana CKB, BxoaaT B KiacCMdUKaLMOHHbIE
Kputepun CKB. AHTUTENA K Sm-aHTUreHy BbISBASIOTCA
y 20-50% nauymeHToB; BbicOKocneundunyHbl ana CKB.

Bcem nauneHtam ¢ nogo3peHmnem Ha CKB pekomeHayeTcs
npoBeaeHue peakuuun Kymoéca 419 ycTaHOBNEHNS AnarHosa
B COOTBETCTBUMU C KnacCUbUKaLMOHHbIMK KpuTepuamu CKB
(ypoBeHb goctoBepHocTh foKkasaTesbeTB 5). Ana CKB xapak-
TepHa Kym6c-nonoxutenbHas reMonnTuyeckas aHemus.
MonoxutenobHaa peakuua Kymb6ca sbigsnsetcs y 30-40%
naumMeHToB, HO NM1Wb y 10—-15% pa3BMBaeTCs reMonuns.

Bcem nauuneHTam ¢ nogo3peHnem Ha CKB pekomeHayeT-
cs npoBefeHue peakuuu BaccepmaHa ans yctaHOBAEHUS
[MarHo3a B COOTBETCTBUMU C KnacCUUKALMOHHBIMU KpUTe-
puamn CKB (ypoBeHb JOCTOBEPHOCTHU JOKa3aTe/bCTB 5).

CToMKas NOoXXHOoMonoxutenbHas peakuus BaccepmaHa
npyv nabopaTtopHO MOATBEPKAEHHOM OTCYTCTBUM CUPUIK-
ca BXOAMT B KnaccuduKauuoHHble Kputepumn CKB. lono-
WuTenbHasa peakuus Kym6ca npu OTCYTCTBUU FEMONUTU-
YyecKon aHemuu aBnsetcs npusHakom CKB u Bxoaut B
KnaccudukaumnoHHble Kputepun CKB. AHTUdochonmnuaHble
aHTUTEeNa (K KapauoNuMuHy, K B,o-TMUKOMNPOTEUHY |, a TaKkxe
BO/IYAHOYHbIN aHTUKOArynsHT) obHapyunsatotces y 50-60%
neten ¢ CKB ¥, KaK W NOXKHOMONOXUTENbHAA peaKLuus
BaccepmaHa, ABNSOTCS CEPONOrMYECKMMIU MapKepamun BTO-
PUYHOro aHTUHOCHONMMUAHOIO CUHAPOMA.



Bcem nauneHtam ¢ CKB pekomeHayeTcs onpepene-
HUE aHTUHENTPOPUbHBIX LLUTONIa3MaTUYECKUX aHTUTEN
SLc70 1 aHTUTEN K PUGOHYKJIEONPOTEUHY C LIENblO OLIEHKM
nporHo3a 3a6ofeBaHUsa M ONpefaeneHns TaKTUKKU NleveHuns
[11] (ypoBeHb fOCTOBEPHOCTH fOKa3aTenbCTB 3). BbiiBneHue
[JaHHbIX NoKasatenen npu CKB B HEKOTOPbLIX Crydyasx MOXKeT
B/IUATb Ha NPOrHO3 3a60/1EBAHUS U TAKTUKY 1IeYEHHS.

Bcem naumeHtam ¢ CKB He peKomeHayeTcs onpegene-
HWE aHTUTEN K UMTPYNIMHMPOBAHHOMY Nentuay, Tak Kak
OTCYTCTBYIOT Hay4Hble [OKa3aTefbCTBa BbISIBAEHUS AaHHbIX
aHtuTen y ageten ¢ CKB [14] (ypoBeHb JOCTOBEPHOCTU [OKa-
3atesibeTB 3). Bcem naumeHtam ¢ CKB pekomeHayeTcs onpe-
AeNleHue CKOPOCTU KJIYOOUYKOBOW (uAbTpauluUu MNo4YeK
no ¢opmyne LLBapua Ans BbIIBJIEHUS MOPaXKeHUM Mnoyek
[15] (ypoBeHb fgocToBeEPHOCTH fOKa3aTesbeTB 4). CHUXKEHne
Kny6o4koBon dunbTpauumn no popmyne LLisapua cenaetenb-
CTBYET O Pa3BUTUMN MNOYEYHON HEAOCTATOHHOCTMH.

Bcem nauneHtam npu nopo3peHun Ha CKB peko-
MeHayeTcs onpeaeneHue aHtuten K PHK-nonumepase
(Ro-aHTUreHy) U npoteuHy, Bxogsiwpemy B coctaB PHK
(La-aHTUreny), ana agnddepeHumanbHON OWMArHOCTUKKU C
numooneHunen, TpoméouuToneHmen, dotogepmaTnTom, ne-
roYyHbiM GM6po30M, cuHaApOoMoM LLlerpeHa (ypoBeHb focTo-
BepHOCTM fgoKazaTtesnbcTB 5). AHTMTena K PHK-nonumepa-
3e (Ro-aHTUreHy) n npoTeuHy, Bxoasuiemy B coctaB PHK
(La-aHTureHy), HecneuuduyHbl ana CKB; accouumpoBaHbl
¢ numboneHunen [16], TpomboumToneHnen, otoaepmaTuTom
M neroyHoim puépo3omM. Nx obHapyxumBatT y 60-80% nauu-
€eHTOB C cuHapomom LlerpeHa [17]; xapaKTepHbl ans 3abo-
JIEBLUMX NOAOCTPON KOXKHOM U NIeKapCTBEHHOW BOMYAHKOW.

UccnepoBaHus, npoBognMbIe B Lie/IIX yCTaHOB/IEHUS

AMarHosa v noBTopsiemMble nepej Ha3Ha4yeHnem

HJIN KOppPeKLuuen npoTHBOPEeBMaTUYeCKON Tepannumn

C Ue/iblo BbisIBJIEHUSI aKTUBHOCTHU 6OJ1I€3HH,

npyr KOHTpoJie 3¢ppeKTUBHOCTHU N 6€30MacHOCTH

npoTUBOPEBMaTU4YECKOH Tepannm

Bcem naumneHtam ¢ CKB peKkomeHayeTcs onpeaeneHue
aHTUTen K asycnupanbHoi AHK ans yctaHoBAEHUS AMarHo-
3a. [onoxuTenbHble aHTUTENa K ABycnupanbHon JHK BbisSiB-
natotes y 40— 70% nauneHToB, BbicoKocneumduyHbl ans CKB,
BXOASAT B KlacCMUKALMOHHbIE KpUTEPUKU 3aboneBaHus, Mx
YPOBEHb 06bIYHO KOPPENMPYET C aKTUBHOCTBIO BOMHAHOYHOMO
HedpwuTa [13] (YypOBEHb JOCTOBEPHOCTH JOKA3aTE/bCTB 5).

Bcem naumeHtam ¢ CKB peKomeHgyeTtca onpeaeneHue
@HTUTEN K T’MCTOHAM /151 UCKITIOYEHUS NEKAPCTBEHHO-MHAY-
LIMPOBaHHOro BO/YaHO4YHOMNOAOGHOro cuHapoma [18] (ypo-
BEHb JOCTOBEPHOCTH OKa3aTebCTB 5). AHTUTENA K TMCTOHaM
BbIABASAOTCS Yy 60/bUMHCTBA NaLMEHTOB AETCKOro Bo3pacTa
¢ CKB (go 86%), accounnpoBaHbl C HaIM4YMEM apTpuTa Kak
y OETEN, TaK M Yy B3POC/bIX NauneHToB [19]. Y B3poc/bIx nauu-
eHToB ¢ CKB aHTUTENa K rucTtoHaM BbIIBASIOTCS Yalle, Yem
y B3pOC/bIX MAaLMEHTOB C NEKAPCTBEHHO-UHAYLMPOBAHHbLIM
BOMYaHO4YHOMNOAO6GHbIM cuHapomoM (p < 0,05) [20].

Bcem nauneHtam ¢ CKB pekomeHayeTcss npoBejeHue
K/IMHUYECKOro aHanusa KPOBM 15 YCTaHOBNEHUS Aua-
rHO3a M onpeaeneHns akTMBHOCTM OCHOBHOIo 3a6oneBaHus
B COOTBETCTBMM C KnaccudPpUKaUMOHHbIMKU KpuTepmusmu CKB
(YpoBeHb 4OCTOBEPHOCTH JOKa3aTesbCTB 5).

TpomGoLpmToneHust < 100X 109/, iumdbonenus < 1,0x10%/n,
nenkoneHus < 4,0X102/n sBnsitotcs npusHakamu CKB,
BXOAAT B KiacCcubUKaLMOHHbIE KpUTEPUKU (CM. Tabn. 2, 3)
U KpUTEPUU aKTMBHOCTM 3aboneBaHus (cM. Tabn. 4, 5).
Ona CKB xapaKTepHbl aHEMUS C PETUKYNOLMUTO30M, Nen-
KomeHusi (< 4,0x102/n), numoonenus (< 1,5x10°/n)
npu 2 unu 6onee UccnegoBaHUsX, a Takxke TpombouuTone-
HUSI (< 200X 109/n), He cBSI3aHHas C MPUEMOM NeKapCTB.

AHemus npn CKB — aHeMus XpoHU4YecKoro 3abonesBa-
HWS, HOPMOXPOMHas, HopmouuTapHas. Mpu AAUTENBHOM
NepcucTMpPoOBaHMU — FMNOXPOMHAs U MUKpPOLMTapHas.

TpombouuToneHus passubaetcs y 15-45% nauuneHToB
W 6GblBae€T OCHOBHbIM MposiBNeHMEM [ebtoTa 3aboneBaHus
y 15% peten. TpombouutonerHuns npu CKB y oeten asnserca
CNeacTBMEM HapylweHUs TPOMOOLMTON033a, HaNUYUs aHTU-
TPOMOOLMUTAPHbIX aHTUTEN, TPOMBOTUYECKOM TpomboLuTone-
HUYECKON Mypnypbl UKW FrEMOSIMTUKO-YPEMUYECKOTO CUHAPO-
Ma, remodarounTapHoro cuHapoma, aHTMdochoNMnNUaHOro
CUHAPOMA, TOKCUYECKOTO BMUSHWUSA IEKapCTBEHHbIX Npenapa-
TOB, B PEAKMX Cay4yaax — Hanuymsa aHTuten K amrangy CD40.

JNlenkoneHus passuaetca y 20—40% naumeHtoB ¢ CKB.
MoxKeT HabnogaTbCa coYeTaHUe HENTPONEHUU U numdone-
HUW. JlIuMdoneHns BbISBASETCS Yalle.

TpexpocTkoBasa uuToneHus y nauueHtoB ¢ CKB moxer
ObITb TaKXe cneacTtBMEM pas3BUTUA remodarounTapHoro
cuHApoMa, cuHapoma dnwTtenHa—bapp, uMTomeranosupyc-
HOM MHOEKLUU, pexe — MHDEKLNKU, CBA3aHHON C BUPYCOM
NPOCTOro repreca; anna3ven KOCTHOro Mo3ra, CBA3aHHOMo
C nojaBfieHMeM KOCTHOMO3rOBOIrO KPOBETBOPEHUS aHTU-
Tenamu U UMTOKMHamu; muenodunbposa. OgHo-, ABYX UM
TPEXPOCTKOBAS LMTOMEHUS MOXKET ObiTb HeXenaTelbHbIM
NPOSIBEHMEM NIEYEHUST UMMYHOAENPECCAHTAMMU U/WUAN TEH-
HO-UHXEHEepPHbIMU Guonornyecknumu npenapatamu (FTMBIM).

Bcem nauneHtam ¢ CKB pekomeHayeTcsi npoBepeHue
TecTa Ha BbiIBleHUE BOJIMAHOYHOrO aHTUKOaryiasiHTa
(LA1/LA2) ¢ uenbto yCTaHOBEHUS AMarHo3a B COOTBETCTBMMU
C KnaccuduKaumoHHbIMKM Kputepusamu CKB w onpepgene-
HMS COCTOSIHWMSA CUCTEMbl remocTasda nepej Ha3HaYeHUeM
WUN KOpPEKLMEN NMPOTUBOPEBMATUYECKOW Tepanuun (ypoBEHb
[]0CTOBEPHOCTU J[oKa3aTesbCTB 5). [MONOXKUTENbHbIM TecT
Ha BOMYaAHOYHbIM @HTUKOArynsaHT aBnsieTcs npusHakom CKB
1 BXOOMT B €ro KnaccudumKaLMOoHHbIe KpuTepuun (cMm. Tabn. 2, 3).
HapylweHne KoarynauuMm HabnogaeTcs y 60/blUMHCTBA NaLy-
eHToB ¢ CKB. BonyaHo4HbIV aHTMKOArynsHT Bbisieasetca y 20%
nauMeHTOB; y Takmx NaLMEHTOB Yalle pa3B1BatoTCs TPOMGOTU-
YECKME OCNOXKHEHMS, TaKMEe KaK BEHO3Hble TPOMOO03bI (4acTo),
apTepuanbHble TPOM603bl B 06/1aCTU HUMKHUX KOHEYHOCTEW,
MO3rOBbIX BEH, B COCyAaX NIEMKMX (pexe). Y nauMeHToB ¢ apTe-
puanbHbIM TPOMG030M Pa3BMBAETCH BACKYIUT.

O runepkoarynauuun B KoarynorpammMme CBUMAETENbCTBYIOT
noBbllEeHWe NPOTPOMOBUHOBOrO KOMMEKCa, COKpalleHue
MEeXAyHapoAHOro HOPManu30BaHHOIO COOTHOLIEHUS, TPOM-
6UHOBOI0 BPEMEHM, YAaCTUYHOIro TPOMOOMNIAaCTUHOBOIO Bpe-
MeHU (AHTB), noBblweHne dnbpuHoreHa, D-gumepa. Y nayu-
€HTOB C MOSIOXMTENbHLIM BOMYAHOYHbLIM AHTUKOArynsaHTOM
TaKKe BO3MOXHO pa3BUTME KPOBOTEYEHHS.

O rMnokoarynsiuMmM B KoarynorpamMmme CBUAETENbCTBYIOT
CHUYKEHME NMPOTPOMOBMHOBOI0 KOMMIEKca, aHTUTpombuHa lll,
GubpUHOreHa; yoMHEHME TPOMOBMHOBOIro BpemeHu, AHTB,
MeX/AyHapOoAHOro HOPManM30BaHHOIO COOTHOLWEHMUS.

MNepen Ha3HaAYeHMEM WU KOppEeKLMen NnpoTMBOpeBMaTHU-
YeCKOW Tepanuu C LeNbio BbIIBNEHUS aKTUBHOCTU GONE3HH,
ANS aHann3a TOKCUYHOCTM IEKaPCTBEHHbIX NpenapaToB TecT
Ha BblSIBNEHWE BOMYAHOYHOrO aHTUKOaryasiHTa NpoBoAMTCS
4NS onpeAeneHns COCTOSHUS CUCTEMbI remocTasa.

Bcem nauneHtam ¢ CKB npu Hanuumu npusHakos pas-
BUTMA aHTUHOCHONMNUAHOIO CUHAPOMA WMAN MHOEKLMOH-
HbIX OCNOXHEHWN peKoMeHayeTcs onpepeneHue C-peak-
TUBHOro 6enka (CPB) ana uckno4veHuss aHtudochonunma-
HOro CMHAPOMA UAN UHPEKLMOHHbBIX OCNOXHEHWUN (YPOBEHb
[l0CTOBEPHOCTH fOKa3aTenbcTB 5). NoBbllweHne CPB Hexa-
paktepHo ansg CKB. lMoBblweHne CPB MoxeT cBuaeTesnb-
CTBOBaTb 0 Pa3BUTUM aHTUHOCHONUNUAHOIO CUHAPOMa (NpK
MPOYUX KIMHUYECKMUX U NabopaTOpPHbIX NPOSABAEHUSX) U/ UK
WHPEKLMOHHbBIX OCNOXHEHWN.
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KnuHuyeckue peKkomeHaauum

PekomeHayeTcs npoBegeHUe GUOXUMMUYECKOro aHa-
Nin3a KpPOBM BCeEM MauueHTaMm (YpoBeHb [OCTOBEPHOCTU
[loKkazaTtesibeTB 5). YpoBEeHb CKOPOCTM OCeAaHWst 3pUTPO-
umMtoB (CO3J) > 25 MM/4 NpW OTCYTCTBMWU APYrKMX MPUYUH
BK/OYEH B KpuTepuun aktnBHocTn CKB. Mepen Ha3HavyeHuem
WN KOPPEKLMEN NPOTUBOPEBMATUHECKOM TEpanun ¢ Lenblo
BbIIBJIEHUS aKTUBHOCTU 6OJSIe3HU, ANA aHain3a TOKCHY-
HOCTW NNeKapCTBEHHbIX MpenapaToB OnpeenstoTcs KOHLEH-
Tpauuu obuiero 6enKka, anbbyMuHa, ¥enesa, MOHU3UPOBaH-
HOro Kanbuus, anbbymuHa, obuiero 6unupybuHa (npsamas,
Henpsamas dpaKkumu), MMoKo3bl, KpeaTUHMHA, MOYEBWHDI,
MOYEBOW KWUCNOTbI, TPAHCAMUHA3, XONecTepuHa, nakratie-
rmaporeHasbl, KpeaTMHOOCPOKMHA3bl, amunasbl, unasbl,
ANEKTPONUTOB, TpUraMLepuaos, deppuTuHa. [loBbileHMEe
nokasartenen GyHKUUU NeYeHn U/ Unn NoYek, n/mnn nogxe-
NYA0YHOMW XKenesbl MOXKET 6bITb NPOSABIEHUEM TOKCMYECKOrO
BO34EeNCTBMA UMMyHoaenpeccaHToB u/vnu M'MBI, nosblwe-
HWe YPOBHS MMIOKO3bl — CTEPOMAHOro Agnaberta.

Bcem nauuneHtam ¢ CKB pekomeHayeTcs onpepeneHue
YPOBHA o0Owero 6enka, anlbOymMMHa, XonecTepuHa A1
UCKIOYEHUA HedPOTUYECKOro cuHapoma [21-24] (ypoBeHb
[I0CTOBEPHOCTHU AoKa3aTesbCTB 4). Bcem naymeHtam ¢ CKB
pEeKoOMeHOyeTCs onpejesieHue ypoBHS 06Lero ouaupy-
OuHa 1 ero ppaKuun 418 UCKIOYEHUS remonm3a [25-29]
(ypoBeHb fOCTOBEPHOCTM [OKa3aTesbeTB 3). Bcem naumen-
Tam ¢ CKB peKkomeHayeTcs onpepeneHue ypoBHA NaKtar-
AeruvaporeHasbl, alaHMHaMUHOTpPaHcdepasbl U acnap-
TaTaMuHOTpaHcdepasbl A9 MWCKIIOYEHUS MOParKEeHUs
nevyeHun, renatuta, u/unn nonumuosuta [30-37] (ypoBeHb
[ocToBepHOCTH AoKasaTesbeTB 3). Bcem naymeHtam ¢ CKB
pekomMeHayeTcs onpepesieHUe YPOBHA TPUIULEPUAOB,
nakrtataerupporeHasbl, ¢pepputuHa, CPb gna wuckno-
yeHus remodarouuTapHoro cuHapoma M MHOEKLMOHHOro
OC/IOXHEHUS (YpOBEHb JOCTOBEPHOCTH JOKaA3aTebCTB 5).

Bcem nauueHtam ¢ CKB peKkomeHayeTcss onpepene-
HUE YPOBHA KpeaTUMHUHA, MOYEBUHbI, MOYEBOW KUC/OTbI,
Kanua Q18 UCKIIOYEHUS MOYe4YHOM HeaocTaTovHOCTU (Ypo-
BEHb JOCTOBEPHOCTH JOKa3aTesbCTB 5).

Bcem naumneHtam ¢ CKB pekomeHayeTcs onpegeneHue
YPOBHSI amuaasbl, Mna3sbl 15 WCKIOYEHUS MNaHKpea-
TUTa, NaHKPEOHEKPO3a (YPOBEHb JOCTOBEPHOCTHU [OKa3a-
TebCTB 5).

Bcem nauuneHtam ¢ CKB pekomeHayeTcs onpepeneHue
umMmyHodpeHoTUna nUMGOLUTOB A1 UCKIIOYEHUS MMMY-
HOAEDULMTHOIrO COCTOSIHUS (YPOBEHb AOCTOBEPHOCTH [OKa-
3atenbcTB 5). Ana CKB xapaKTepHO MNOBbILIEHWE YPOBHSA
B numooumToB. NMpoBoaMTCA BCEM NauueHTam, B TOM Yucie
nonyyawowmm M'MBIT n/mMnn rMIOKOKOPTUKOCTEPOUIbI, U/Un
UMMYHOZEenpeccaHTbl, HacTo 60MEWMUM BUPYCHBIMKU, THOWM-
HbIMW GaKTepuanbHbIMU MHOEKUUSMU, B TOM YMCie onnop-
TYHUCTUYECKUMMU.

Bcem naumeHtam ¢ CKB npu nogo3peHun Ha BonYaHou-
HbI HEDPUT PEKOMEHIYETCS onpeaeneHue oouen reMmonu-
TUYECKOM aKTMBHOCTU KoMmmniemeHTa (CH50) n ero komno-
HeHTOoB (C3, C4) 115 yCTaHOBNEHUS IMarHo3a B COOTBETCTBUM
C KnaccuduKaumoHHbiMK KpuTepusamu CKB [38] (ypoBeHb
[I0CTOBEPHOCTH oKa3aTebCTB 2). CHUKeHWe 06Len remonu-
TUYECKOM aKTMBHOCTM KoMnnieMeHTa (CH50) 1 ero KomnoHex-
T0B (C3, C4) 06bI4HO KOPPENUPYET C aKTUBHOCTbIO BOYAHOY-
HOro HedpuTa, B OTAENbHbIX ClyHasX MOXET ObITb CNEACTBMEM
reHeTMYeCKM 4ETEPMUHUPOBAHHOIO geduumnTa.

BceMm nauneHTam ¢ nogo3peHnem Ha CKB pekomeHayeTca
onpegeneHue pesmartouaHoro ¢akropa (YpoBEHb [OCTO-
BEPHOCTU JOKasaTesbCTB 5), KOTOPbIM HEPEAKO BbISBNSETCS
y aeten ¢ CKB ¢ BbiparKeHHbIM CyCTaBHbIM CUHAPOMOM.

Bcem naumeHtam ¢ CKB npu KIAMHUYECKUX MposiBie-
HUSX MOPaXKeHUs LWMTOBUAHON »Kene3bl peKoMeHAyeTcs

onpeaeneHue T3 u T4 (o6wWMX U CBOGOAHBLIX), YPOBHSA
TUPEOTPONHOIro ropMoHa B CbIBOPOTKE KPOBW, aHTUTEN
K TUpeornoGyauHy u tupeonepokcugase [39, 40] (ypo-
BEHb JOCTOBEPHOCTH fJoKa3aTe1bCTB 3). [1oBbIleHMe YpOBHS
TUPEOTPOMNMHOro ropMOHa MPW HOPMAasbHOM COAEPXKaHWUU
T4 roBOpPUT O CYOKIMHUYECKOM TUMOTUPEO3E, MPU CHUKEH-
HOWM KOHLEeHTpauun T4 — 0 KIIMHUYECKOM rMNoTUpPEeos3e.

Bcem nauuneHtam ¢ nogo3speHnem Ha CKB ¢ uenbto and-
depeHUnanbHOM ANarHOCTUKKU C BONE3HSAMMU MOYEK, UCKIIO-
YeHUs OpYrMx peBMaTUYecKux, HepeBMaTUYecKnx 6onesHen
M ATPOTrEHHbIX OC/IOXHEHWUN PEKOMEHAYETCH MpoBeAeHue
K/IMHUYECKOro aHa/Jim3a Mo4M, MMKPOCKOMNMUYECKOro ncene-
[I0BaHWA 0CajKa MOYM, CYTOYHOM IKCKPELUU 3PUTPOLMTOB,
NIENKOUMTOB, UWMAMHAPOB, 6enka (ypOBEHb [OCTOBEPHOCTH
Aoka3atesibeTB 5). COOTHOWEHUE YpOBHSA 6EOK/KpeaTuHUH
(Mnn cytoyHaa npoTenHypus) B Modve 6onee 500 mr 6enka
3a 24 4, Unun 3puUTPOLUTLI B MOYe 5 unu 6onee, Unu LMANHAPbI
B Mo4ye 5 nnu 6onee BXoAAT B KNacCMPUKaALMOHHbIE KpUTe-
pun CKB. Kpome TOro, noveyHble nposisnenns CKB (npoteu-
Hypu1s, reMaTypus 1 T. 4.) BXOAAT B KpuTepun aktuBHocTn CKB.

Mpu CKB BbIABNAETCS reMaTtypus U/uanM npoTenHypus,
LUMANHAPYPUA (3pUTPOLMTapHbIe, reMOoro6MHOBbIE, 3EPHU-
CTble, CMELUaHHble LMAUHAPDI).

MNepea Ha3HayYeHMEM WKW KOpPEKLMEeW MpOoTUBOPEB-
MaTM4YEeCKOW Tepanuu KIMHUYECKME WCCNefoBaHWa MO4u
BbIMOJIHAIOTCS C LIENbI0 OLLEHKW aKTUBHOCTU IJIOMEPYIoHeD-
puta. Hannuve n30AMpoBaHHOM MUKpOremaTypum MOXKeT
ObITb HEXENaTeNbHbIM ABIEHUEM JIeYEHNUSI METOTPEKCATOM.

Bcem nauneHtam ¢ nogo3peHrem Ha CKB ¢ dbebpunbHon
JIMXOPaAKOM U/UIn APYTUMU KIIMHUYECKUMU NPOSBAEHUAMU
OCTPOro BOCMaJUTENbHOro OTBETa (Cerncuca) peKkomeHayeT-
Csl MpoBeAeHue MPOKaJbLIUTOHUHOBOIO Tecta C LEefbio
andodepeHUnanbHON ANarHoOCTUKK (YPOBEHbL JOCTOBEPHOCTH
JoKa3aTesbcTB 5). lpu OCTpoM BOCManNUTEbHOM OTBETE
3HayeHue O6yaeT BbiCOKMM. [Mpu CKB 6e3 MHOEKLMOHHbIX
OC/TIOXXHEeHWW NPOKabLUTOHUHOBBIN TECT — OTPULATENbHbIN.

Bcem maumeHTaM € KIMHUYECKUMW M NabopaTopHbI-
MW MPU3HaKaMW OCTPOro BOCMaNMTENbHOro OTBETa (cen-
cuca) peKkomeHayetcsi npoBefeHMe MUKPOOWMOIOrM4yecKo-
ro MccnefoBaHUs KPOBM U MOYM (YPOBEHb [OCTOBEPHOCTH
AoKka3aTtesnbcTB 5). Bcem nauneHtam ¢ CKB npu Hanuuuu
naTonorMmM BEPXHUX OTAENOB XeNyAOYHO-KMILEeYHOro TpaKkTa
peKkomeHayeTcsl BbiNOJIHEHUE 330¢aroracTrpogyofeHo-
CKOMUMU C uccnegoBaHuem 6uontara CJIM3UCTON 060/104-
KM Xenyaka Ha Hanuuune Helicobacter pylori [41, 42] (ypo-
BEeHb [JOCTOBEPHOCTH [OKa3aTesbecTB 5). BceM naumeHTam
¢ CKB, yacTto 6onetowmm OCTPON pecnmpaTtopHOn MHOEKLIM-
en, 6poHXUTamMu, NHEBMOHUAMMU, natonoruen JIOP-opraHos,
PEKOMEHAYIOTCA KOHCY/bTauuMu Bpavya-OTOPUHONIAPUH-
ronora Ans BbISIBIEHUS 04aroB XPOHWYECKOM MHPEeKLnu
(ypoBeHb 4OCTOBEPHOCTH JOKa3aTesibCTB 5%).

HUccnepoBaHuns, noBTopsieMble nepes Ha3Ha4yeHnem

MM KOpPEeKLHneHn NpoTHBOpeBMaTHYeCKOH Tepannu

C Lje/1bio BbiSIBJIEHUS1 aKTUBHOCTH 60JIE3HM,

npu KOHTpoJie 3¢pPEeKTUBHOCTU U 6€30MaCcHOCTH

npoTuBOpeBMaTU4€CKOMN Tepanumn

Bcem nauveHtam ¢ CKB nepen HasHayeHWeM/KOpPpeEK-
uMern npoTMBOPEBMATUYECKOM Tepanum peKomeHayeTcs
npoBefeHue CepoJIOrMYEeCKUX UccnepfoBaHUM AN UC-
K/TIOYEHUS MUKOMIAa3MEHHON, XNTaMUAMWHOMW M KULLIEYHOWM
nupexkunnm [43] (ypoBeHb AOCTOBEPHOCTM [OKa3a-
TenbeTB 4). OnpepeneHune aHTuTen Knaccos A, M, G B Kpo-
BM K Salmonella enterica, Yersinia enterocolitica, Yersinia
pseudotuberculosis, Chlamydia trachomatis, Chlamydophila
psittaci, Chlamydophila pneumoniae, Mycoplasma pneumoniae
NPOBOAMUTCS NaLMeHTaM, NoayyYaloLwmnm rIOKOKOPTUKOCTEPOU-



[bl U/Unn UMMyHogenpeccaHTbl, n/wnu MBI, a Takke nayu-
€HTaM C [JaHHbIMW O MEePEHECEHHON KMULIEYHOW WHPEeKLUMu
B Te4yeHue nocnegHero Mecsiua, M/WanM KIMHUYECKUMMU Mpo-
ABNEHUAMU KULIEYHOW, M/UAWN XNaMWUAUWHOW, U/UAN MUKO-
nnasmeHHon MuHdekuuun. O6cnegoBaHME Ha XNaMUOWMHYIO
M MUKOMNA3MEHHYI0 MHOEKLMIO NPOBOAMTCS TaKKe nauueH-
TaM C 04aroBoM U/Wnn MHTEPCTULIMATbHON MHEBMOHKEN.

PekomeHayeTcs nepej Ha3HayeHMEM/CMEHOU UMMY-
HogenpeccaHToB U/unu MBI npoBoaMTbL o6cnegoBaHue
nauyneHtoB ¢ CKB Ha Hanuuue TyGepKynesa B COOTBET-
CTBUM C KIIMHWYECKMMWU PEKOMEHAAUMSAMKU NO TyGepKynesy
(ypoBeHb AOCTOBEPHOCTM [OoKa3aTesnbCcTB 5). Bcem nauu-
eHTam ¢ CKB, nonyydawowmm MpoTMBOPEBMATUYECKYIO
Tepanuto, Npu BbISIBEHWMM MPU3HAKOB MHEBMOHWKU PEKO-
MeHAyeTCcs onpeaesieHue YpPoBHA aHTUTeNn Knaccos M
n G K NMHeBMOLUCTaM B CbIBOPOTKE KPOBU (YPOBEHb
[10CTOBEPHOCTH AoKa3zaTesbeTB 5). Bcem nauneHtam ¢ CKB,
nonyvyatownm MIOKOKOPTUKOCTEPOUAbLI M/UAKU UMMYHOAE-
npeccaHTtbl, u/unn MBI, npu BbISBAEHUUM o4arosBon K/
WU UHTEPCTULMANBbHON MHEBMOHUU PEKOMEHAYyETCS Mpo-
BeileHUe MUKPOCKOMUYECKOro UCCefOoBaHUA CMbIBOB
U3 3eBa/MOKPOTbl HA MHEBMOLMUCTbI (YPOBEHb JOCTOBED-
HOCTU OKa3aTesIbCTB 5).

UHCcTpyMeHTanbHaA AnarHocTuka

UccnepoBaHus, npoBognMbie B Lie/IIX yCTaHOB/IEHUS

AMarHosa v noBTopsiemMble nepej Ha3Ha4yeHnem

WK KOppeKLuuen npoTHBOPEeBMaTUYeCKON Tepannumn

C Ue/iblo BbisIBJIEHUSI aKTUBHOCTHU 6OJ1I€3HH,

npy KOHTpoJie 3¢ppeKTUBHOCTHU N 6€30MacHOCTH

npoTUBOPEBMaTU4YECKOH Tepannm

Bcem nauneHtam ¢ CKB pekomeHOyeTcs npoBeAeHue
KOMIUIEKCHOro YynbTpa3BYKOBOro uccnegosaHus (Y3U)
BHYTPEHHWX opraHoB [44] (ypoBeHb JOCTOBEPHOCTU [OKa3a-
TenbeTB 4). [MpoBoasT Y3 opraHoB 6ptOLLIHOM MOMOCTH, MOYEK,
nnmdaTryecKnx y3nos. MoryT BbiaBASTbCSH MHOAPKTbI MEYEHN
W/WUNn CeneseHKu, NpU3HaKkm NaHKpeaTuTa, NaHKPEOHEKPO3a,
xonectasa; Y3-npu3Haku nHdapKTa noyvku; HedbpuTa, Hapylue-
HUIM NOYEYHOro KPOBOTOKa C 06eAHEHNEM ero Mo nepudepun,
HapylweHeM auddepeHLMPOBKN NOYEYHbIX CII0EB.

Bcem nauuneHtam ¢ CKB pekomeHayeTcs npoBeaeHue
Y3 WHUTOBUOHON Kenesdbl C LEeNblo BbISBAEHUSA Mopaxe-
HUW LWAUTOBUAOHBIN Kene3bl [45] (ypoBeHb [OCTOBEPHOCTU
[okazaTtenbeTB 2). [pu noparKeHWn WWUTOBUAHOW XKenesbl
BbISIBNAIOTCA YBEMYEHWE WAM YMEHbLUEHWE ee pPa3Mepos,
N3MEHEHUE CTPYKTYpbI.

Bcem naumeHTam ¢ CKB pekomeHayeTcs npoBeaeHue 3Xo-
Kapauorpadum ¢ LEeNbIo BbISBNIEHUS U3SMEHEHUI CO CTOPOHbI
cepaeyvHo-cocyamcTon cuctemol [46—-48] (ypoBeHb AOCTOBEP-
HOCTU foKa3aTtesibeTB 3). Hanbonee cyllecTBEHHOE BAUSHUE
Ha TsecTb M TedyeHne CKB oKasblBaeT Hannyue Jiero4Hon
apTepuanbHOM TUNEPTEeH3UU. Y3-NpU3HaKM MUOKapauTa
BbigBAsOTCA Y 5-15% nauveHToB, BbiNOTa B Nepukapg —
noytn y 70%; TaKkKe MOryT BbISBAATbCSA MPU3HAKKU 3HAOKap-
AMTa — BaNbBYIUT, BEreTaLMmn Ha KnanaHax; Hambosnee 4yacto
nopaatTcs MUTPasbHbIM, aopTanbHbIM U TPUKYCAMAANbHbIN
KnanaHbl ¢ Pa3BUTUEM HELOCTATOYHOCTM MM CTEHO3A.

Bcem nauneHtam ¢ CKB pekomeHayeTcss npoBejeHue
aneKTpokapauorpadum (KN ansa BbISBIEHUS UBMEHEHUN
CO CTOPOHbI CEPAEYHO-COCYANUCTON CUCTEMBI (YPOBEHb JOCTO-
BepHocTH goka3aTtesbeTB 5). Mpu CKB Ha SKIT moryT BbISiB-
NATbCS U3MEHEHMS, XapaKTepHble AN UWEMUU MUOKapPAa;
HapyweHus putma cepaua (nonHas AB-6n1okaga, napoKcm3a-
ManbHas TaxuKapausa, mMepuaHuve npeacepauin, cynpaBeH-
TPUKYNAPHaa TaxMapuTMmus).

Bcem naumeHtam ¢ CKB peKomeHayeTcss npoBOAUTb
OUeHKY (GYHKLUMM BHELIHEro AblXaHWUAl C LEeNbio BbiSB-

NIEHUS TMOopaXeHUn Jnerknx (ypoBeHb [OCTOBEPHOCTU
[okasatenbCTB 5). lNpu nopaxeHun nerknx onpepensiet-
CA HapylleHWe Nero4yHom BEHTUAAUMM MO O6CTPYKTUB-
HO-PECTPUKTMBHOMY TuNy. [poBOAMTCS BCEM NaLMeEHTaMm
C MOpaKeHWeM Nerknx nepen HasHa4YeHWEM WU KOPPEK-
LUMen nNpoTMBOPEBMATUYECKON Tepanuu C LeNblo BbisSBe-
HUS @aKTUBHOCTU OONE3HU, NpPU KOHTpone 3PPEKTUBHOCTH
1 6e30MacHOCTM MPOTMBOPEBMATUYECKON TEPaNnM.

Bcem nauveHTam Aans MNoATBEPXKAEHWUS/UCKIOYEHUS
nopakeHus nerkmx npu CKB, a Takke ana auddepeHumnanb-
HOW [JMArHOCTMKMK C APYTMMU peBMaTUHECKUMU GONE3HAMM,
Ty6EepKyne30M, CapKonMao3om, 06bEMHbIMW 06pa30BaHUAMMU
peKkoMeHayeTCcs npoBejeHUe KOMMNbIOTEPHOW Tomorpa-
¢um (KT) opraHoB rpygHon nonoctu (Mpu He06X0AMMOCTN —
C BHYTPUBEHHbLIM GONOCHBIM KOHTPaAcTUpPOBaHWEM) (YPOBEHb
[I0CTOBEPHOCTH fAoKa3aTesbeTB 5). Bcem naumeHtam ¢ CKB
NPV HaNMYMK AUCNENTUYECKUX ABNIEHUI U Nepes Ha3HaAYeHM-
€M WIN KOPPEKLIMEN NPOTUBOPEBMATUHECKON TEPANnN peKo-
MeHAyeTcs npoBefeHue 33zodaroracTpogyoaeHOCKONUU
Cc GUoNncHUen CIn3nCTor 0BO0NOYKK KeNyaKa M OBeHaauaTu-
NepcTHOM KULWKK (YpOBEHb AOCTOBEPHOCTH OKa3aTebCTB 5).
MoryT BbIIBASITbCA 3PO3UBHO-A3BEHHOE MOPaXKEHNE BEPXHMX
OTAENOB XKeNyAo4YHO-KMLIEYHOro TpakTa. lpoBoauTcs Bcem
nauveHTamMm npu Haanyum AUCNENTUYECKUX ABAEHWIA W/MK
ANUTENbHOM NMPUMEHEHUW TIOKOKOPTUKOCTEPOUAOB, M/WUAn
MMmMyHogenpeccaHtoB, u/unn MBI nepen HasHayeHueMm
WUN KOPPEKLIMEN NPOTUBOPEBMATUYECKON Tepanum ¢ Lenbio
BbISIBIEHUSA aKTMBHOCTU 601€3HU, NMPU KOHTPOJIE 3hPEKTUB-
HOCTU U 6€30MNacHOCTM MPOTUBOPEBMATUYECKOM Tepanmu.

Bcem nauneHtam ¢ CKB ¢ nogo3peHnem Ha TpoM6O-
TUYECKNE OCNOXHEHUS PEKOMEHAYETCS BbINOJHEHUE mar-
HUTHO-pe30HaHCHoi Tomorpaduu (MPT) uan MarHuTHO-
pe3oHaHcHon aHrnorpadun [49] (ypoBeHb AOCTOBEPHOCTU
fokasaTtenbeTB 4). Bcem naumeHtam ¢ CKB ¢ nogo3peHunem
Ha OCTpPOe HapylleHWe MO3roBOro KpoBOOOGPALLEHUS PEKO-
MeHayetca nposegeHue KT/MPT ronoBHoro mosra B COCy-
anctom pexume [50, 51] (ypoBeHb [OCTOBEPHOCTH [OKa-
3atenbcTB 4). Npu CKB Ha KOMMbKOTEPHbLIX TOMOrpaMmMax
NIErKUX BM3yann3npyloTcs ABYCTOPOHHWI BbINOT B NaeBpasib-
HYIO MONOCTb, YCUNEHWE MHTEPCTULMANBHOIO PUCYHKA, YTON-
LeHNe KocTaflbHOM NieBpbl, CAMATOM «MaToOBOro CTeKNa»,
MHOUABTPATUBHbIE UBMEHEHMS, XapaKTepHble AN remoppa-
rMYECKOro anbBeonmnTa.

MNepen Ha3HaA4YeHMEM WU KOppeKLMen NnpoTMBOpeEBMaTHh-
YeCKOW Tepanuu C LeNbio BbIIBNEHUS aKTUBHOCTU GONE3HH,
npu KoHTposne 3dDEKTUBHOCTM M 6E30MacHOCTM MPOTUBO-
peBmaTtuyeckon Tepanum KT/MPT npoBoautca BCeM nauu-
€HTaM 415 BbIIBNIEHUS/UCKIIOYEHNS OCTEOMUENNTA, OCTe-
OHEKPO3a, a TaKKe NauueHTam C apTPUTOM, BbIPaXKEHHbIM
601€eBbIM CUHAPOMOM, HapyLleHneM GyHKLMUKN B CycTaBax.

Bcem nauueHtam c¢ nopospexHveM Ha CKB ana audde-
peHUManbHOM ANMarHOCTUKM € O0OBbEMHbIMM 06pa3oBaHUSMMU,
numoonponndepaTMBHbIMK 3aboneBaHUaIMKU, TyGEpPKyne30oM
BHYTPUOPIOLWHBIX TMMOATUYECKMX Y310B, THOMHBLIM BOCMaNeHu-
eM B OpIOWHON NOM0CTU peKoMeHayeTcs nposefdeHne KT/MPT
OopraHoB OGpPIOLWHOW MOSIOCTH, 3aBPIOLWMHHOIO MPOCTPAHCTBA
M Manoro tasa (Npuv HeE06XO0AUMOCTU — C BHYTPUBEHHbIM BOSOC-
HbIM KOHTPaCTMpOBaHWEM) (ypOBEHb AOCTOBEPHOCTU [OKa3a-
Te/bCTB 5). MoryT BbISIBAATLCA MHPAPKTbI MEYEHU, CENE3EHKM,
noYeK, NPU3HaKK rnomepynoHedpuTa; NnaHkpeaTuTa,/NnaHKpPeo-
HEKPO3a, yBeNnyYeHne Me3eHTepuanbHbIX TMMbOY3M0B.

Bcem naumeHtam ¢ nogospeHuem Ha CKB npu Hannumu
CyCTaBHOro cMHapomMa u nauneHTam ¢ CKB npu Hannuuu npm-
3HaKOB BTOPMYHOIO KOKcapTpo3a nepes HasHayeHuem unum
KoppeKunen Tepanum pekoMmeHayetca nposeaeHmne KT/MPT
CyCTaBOB C Lenbto anddepeHumnanbHON AUarHOCTUKKU C OHO-
LWWECKMM MAMONATUYECKMM apTPUTOM (YPOBEHb AOCTOBEpP-
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KnuHuyeckue peKkomeHaauum

HOCTU f[oKaszaTesbCTB 5). [ANns noparKeHus cycTaBoB Npu
CKB He xapaKTepHbl AECTPYKTUBHbIE MBMEHEHNS, TUMNYHbIE
ON9 IoHOWeCKOoro namMonatmyeckoro aptpurta. Mpu KT/MPT
Ta306epeHHbIX M/MAN KONMEHHbIX CYCTaBOB MOXET BbISB-
NATbCA OCTEOHEKpo3. MNepesd Ha3HAYEeHUEM MU KOPPEKLU-
el NPOTMBOPEBMATMYECKOM Tepanuu C LEeNbio BbiSBAEHUS
aKTUBHOCTM 601€3HU, NPU KOHTpone 3GPEKTUBHOCTU N 6E30-
nacHoCcTU NnpoTnuBopeBMaTnyeckon Tepanuu KT/MPT npoBoauT-
€ BCEM MaLMeHTaM ¢ NpuU3HaKaMu BTOPMYHOIO KOKCapTpo3a.

Bcem nauueHtam ¢ CKB C KIMHUMYECKMMUM NPU3HaAKaMMU
BOCManuTesbHbIX 3ab0fieBaHUi KULWEYHWKa U/Win B 3Ha-
YUTENbHON Mepe MOBbLIWEHHbIM KanbMpPOTEKTMHOM nepes
Ha3Ha4YeHWEM WKW KOppPEeKLMen Tepanuu peKomeHayeTcs
npoBejeHne TONICTOKULLEYHOW IHJO0CKONNU, BUAEOIHAO-
CKOMUU, GUOMNCUMN NPAMON KULIKU C MOMOLLbIO BUAECOIHAO-
CKOMWYECKMX TEXHONOIMI, TMCTONOrMYECKOE MCCNefoBaHUe
npenaparta CAM3UCTON 06O0JIOYKU Pas3/IMYHbIX OTAENOB TO-
CTOM KULIKKU ON19 onpeaeneHns cterneHn akTMBHOCTU 3abose-
BaHWS (YpOBEHb JOCTOBEPHOCTU JOKa3aTesbCTB 5).

UccnepgoBaHus, npoBogumble

B Lie/1IX yCTaHOBJIEHUA AUarHosa

Bcem naumeHtam ¢ CKB ¢ o4aramu gecTpyKLuKn B KOCTSX,
He TunuyHbiMM ansa CKB, pekomeHayeTcs npoBeAeHue
cumHTUrpadum Kocten ana avddepeHuUnanbHOW AMarHo-
CTMKM C HOBOOGPA30BaHMSMKU U MeTacTaTUYECKUM MopaKe-
HUWEeM KocTen (ypoBEHb [OCTOBEPHOCTM [OKalaTesbCTB 5).
Bcem naumeHtam ¢ CKB ¢ o4aramu OecTpyKuUMM B KOCTSX,
He TMNMYHbiMKM ang CKB, npu HEoAHO3Ha4HbIX pe3ynbraTax
CUMHTUIpadmm KOCTEN MM HEBO3MOXKHOCTU €€ BbINOJHEHUS
pPEKOMEHAYETCS npoBejeHue TpenaHoo6uoncum ana andoe-
peHuManbHOM AMAarHOCTUMKKM C HOBOOGPA30BaHUAMKU U MeTa-
CTaTUYECKMM MOpParKEHWEM KOCTEW (yYpOBEHb JOCTOBEPHOCTH
AoKkaszatesbeTB 5). Bcem nauyneHTam ¢ CKB ¢ KNMHUYECKUMU
1M nabopaTopHbIMK MPU3HaAKamMu rnomMepynoHedpuTa peKo-
MeHayeTcs npoBegeHue GMOMNCUM NOYEK ANa YCTaHOBEHMUS
TMNa MopaXKeHUs MnoyYek no KnaccubwuKauum BcemupHowm
opraHu3saumn 3gpasooxpaHeHus (BO3) [52] (ypoBeHb focTo-

BEpPHOCTU foKa3aTesnbeTB 2). Mo kKnaccudukaumn BO3 Bbige-
NA0T 6 TMNOB nopakeHus novek npu CKB (Tabn. 7).

Bcem nauneHtam ¢ nogospeHrnem Ha CKB npu Hannyunu
YBENNYEHHbIX TMMPOY30B (NepndepuvecKknx, BHyTPUrpya-
HbIX WM/WNXU BHYTPUOPIOLWHBIX) PEKOMEHAYETCS NpoBeaeHWe
61OoNCcUn yBennyeHHoro numaeoyana ¢ nocneayowmm LuTo-
NIOTMYECKUM M TUCTONOMMYECKUM MCcegoBaHMeM 6uonTata
ona auddepeHumanbHOM AMarHOCTUKM ¢ remMabnacrtosamu,
numoonponndpepatMBHbiMM 3aboneBaHUSIMU, MeTacTaTnye-
CKMM MOpaxeHWeM KOCTHOro mo3ara (ypoBeHb [0CToBEp-
HOCTU fAoKasaTesbCTB 5). Hanbonee yactblM MnoparKeHnem
nMmdoysnoB, accounmpoBaHHbiM ¢ CKB, aBnsieTcs WenHbIn
HEeKpOTU3MpyLWMn nuMmbaneHnt (6onesHb KuKyuu), KoTo-
PbIi B HEKOTOPbIX Cy4Yasx MOXKeT ABNATbCS MaHUdecTaumen
KIMHUYecKux npossneHmn CKB [53-56].

Bcem naumeHtam ¢ nogospeHnem Ha CKB ansa audode-
peHunanbHOn AMarHoCTMKM ¢ remabnacrto3amu, nMMMmeoonpo-
nnbepaTtuBHbIMKU 3a60N1€BaHUAMU, METAacTaTUYECKMM Nopa-
JXEHMEeM KOCTHOroO MO3ra peKoMeHAyeTcs npoBejeHue
NMYHKLUUU KOCTHOro Mo3ra, LiMTO/IoOrM4eckoe ucciepoBa-
HMEe Ma3Ka KOCTHOro Mo3ra, FrMCTOJIOrM4ecKoe U LiMTOXU-
MUYEeCKoe UccliefoBaHUe mnpenapara KOCTHOro mosra,
nogcuyet ¢GopmMyJsibl KOCTHOro Mo3ra (ypoBeHb [JOCTOBEp-
HOCTU [joKa3aTesibCTB 5).

HUHble nccnegoBaHms, NpOBOAUMbIE B LeNISIX

yCTaHOBJ/IEHUSA AMarHo3a U NoBTopsieMble

nepej Ha3Ha4YeHUEM UJIU KOPPEeKLHnen

npoTUBOPEeBMaTU4YE€CKOM Tepanum ¢ L4esbio

BbISIBJIEHUSI aKTUBHOCTH GOJIE3HM,

npu KOHTpose 3¢pPeKTUBHOCTH U 6€30MacHOCTH

npoTuBOpeBMaTU4Y€CKON Tepanumn

Bcem nauneHtam ¢ nogospeHrem Ha CKB ¢ npu3aHakamu
nopayKeHus HePBHOW CUCTEMbI peKOMeHayeTcs npoBepje-
HUEe KOHCY/IbTaL U1 BPa4yoM-HEBPOIOrOM AJ19 YCTaHOBIEHUS
[IMarHo3a B COOTBETCTBUW C KaCCUPUKALMOHHBIMU KPU-
Tepuammn CKB. Henponcuxmyeckne noparKeHus sBAsoTCH
npuM3Hakamu 3abonieBaHns U BXOOAT B KiacCUUKaLMOHHbIE

Ta6nuua 7. KnaccuduKkauma noparkeHus novyeKk npu CUCTEMHOM KpacHOM Bon4yaHKke BceMUpHO opraHn3almm 3apaBooOXpaHeHns
Table 7. WHO classification of kidney damage in systemic lupus erythematosus

KnuHuKo-naGopatopHblie
Tvn OnucaHue
nposiBNeHUsa
OTCYyTCTBME UBMEHEHMWI NO AaHHBIM CBETOBOM, UMMYHOGMIOOPECLLEHTHOWM
I TMn . OT1cyTeTBYIOT
N 3NEKTPOHHOM MUKPOCKOMUM
MegaHrunanbHbi rnomepynoHedput (MH) ¢ MUHUMaANbHBIMW U3MEHEHUAMU
(OTCYTCTBME CBETOOMNTUHECKMX MUBMEHEHUI B GMONTaTE NPU Hanu4inm
A o OTcyTCcTBYIOT
OT/IOXKEHUM UMMYHHbIX KOMMIEKCOB B ME3aHIMymMe Mo AaHHbIM
IImn UMMYHODNIOOPECLEHTHON U 3N1EKTPOHHON MUKPOCKOMKK)
B MegaHrunanbHbii [H (pasnuyHasa cteneHb Me3aHrnanbHom MpoTtenHypus < 1 r/cyt
rMNEPKNETOYHOCTU C HAMYMEM UMMYHHbIX AENO3UTOB B ME3aHIM1H) AputpounTtel 5-15 B N/3p
Oyarosbiv nponudepaTMBHbIN [H (aKTMBHOE MK XPOHUYECKOE,
MpoTenHypusa < 2 r/cyt
Il T™n CEerMeHTapHOe Wan ToTalbHOE, 3HO0- UM SKCTPaKanuansapHoe
5 Oputpouuntbl 5-15 B N/3p
noBpexaeHue ¢ BosnevyeHnem meHee 50% Kny604KoB)
MpoTenHypus > 2 r/cyt
IV Tn OnddysHbin nponndepatuBHbIn [H (Te e nameHeHus, 4to B Knacce lll, QputpoumnTsel > 20 B N/3p
¢ BoB/e4yeHneM 6onee 50% Ky604KOB) ApTepuanbHas runepreHsus
MNoyeyHas HeaoCTaTOYHOCTb
Mem6paHo3HbIn [H (paBHOMEPHOE yTONLEeHUe 6a3anbHON MeMGpaHbl
P (b P yronuy P MpoTtenHypus > 3,5 r/cyt
VTun KNy604KOB BCNEACTBUE CYOINUTENNANBHOIO U BHYTPUMEMBPAHHOMO . .
CKyAHbIM MO4YeBOW 0CafoK
OTNIOXKEHUS UMMYHHbIX KOMMIEKCOB)
XPOHUYECKUI rNOMEpPYNoCKNepo3 (aAn 3HbIW U CErMEHTaPHbIN
P Py Po3 (Andbdy P . ApTepuanbHas rmnepTeHsns
VI Tun rNIOMepYNOCKIepPO3, aTpodusa KaHanbLEB, MHTEPCTULMaNbHbIN GU6PO3,
MoyeyHas HeaoCTaTOYHOCTb
apTeEPHONIOCKNEPO3)




KpuTepumn n Kputepun aktmsHoctn CKB (ypoBeHb goctoBep-
HocTn fgokas3artesibeTB 5%*). MNopaxeHne LUHC Habniogaetcs
y 605blUMHCTBA NauueHToB ¢ CKB:

e rofioBHasa 60nb (95%): peungusupyrowan (10-50%),
MurpeHb (3-10%), nobpoKavecTBeHHas BHyTpuyepen-
Hasa runepTeHsns (2—4%);

® KOMHWTUBHblE AUCPYHKLMM: OCTpasi CNyTaHHOCTb CO3Ha-
HUa (10-15%); HapylleHne HacTpOeHUs — aenpeccus
(5-9%), maHuakanbHoe cocTtosiHue (0—3%); cymoporu
(4—20%) — eonHUYHbIE (4—20%), anunencus (0—2%);

e obble LepebpoBackynapHble nposBneHns (4—14%):
TPaH3UTOPHbIE MWLWIEMUYECKME aTaKu, MIIEMUYECKUI
WMHCYAbT, LepebpasnbHblii BaCcKy/IUT, BEHO3HbIM TPOMOO3,
KPOBOMU3/INSIHUE B MO3I, «XpOHMYecKas MyabTudOKanb-
Hasa 60ne3Hb; Ncuxo3 (4—24%);

® HapyleHWe ABUKEHUM: XOpes, NapKUHCOHN3M; AEMUENN-
HU3UpyoLWKMk cuHapom (2—3%);

® acenTU4yecknUm MeHUHrUT (0—-2%) — uamMonaTU4ecKun
(OCTpbIV MU XPOHUYECKUI) NN NIEKaPCTBEHHbIN; MUENo-
natus (1-2%);

° ropaxeHune nepndepmnyecKorn HEPBHOW CUCTEMDbI: OCTpas
BoCnanuTenbHas AeMUENUHU3MPYIOLWLAa NoaMpaanKyno-
Henponatusa (cuHapom [uineHa—bBbappe), xpoHuveckas
BOCnanuTenbHas AeMUENUHU3MPYIOLWLAa NoaMpaanKyno-
HenponaTus, MOHOHenponaTus (MHOXecTBeHHasi, oau-
HOYHas), MMacTeHUs FpaBUC, HEMpONaTUsa KpaHuanbHas,
nonvHenponaTus.

Bcem naumeHtam ¢ nogospeHrem Ha CKB ¢ npusHakamu
CTEPOMUAHOMO NCMX03a PEKOMEHAYETCSH NPOBEAEHNE KOHCY/b-
TauMn BPavYoOM-NcMXMaTpom Ans peleHns Bonpoca o Ha3Ha-
YyeHun cneundunyeckon Tepanuun (ypoBeHb [OCTOBEPHOCTHU
JloKa3aTtesibeTB 5%*). PEeKOMEHAYTCS KOHCyNbTaumMn Bpayva-
remaTtosiora, Bpada-oHKoJiora ¢ uenbto gupdepeHunanbHon
AWArHOCTUKM C OHKOJNIOTMYECKMMMU M FeMaToNorMyecKumMu
3a6oneBaHMAMM cneaylowmM rpynnam naumeHToB ¢ nogo-
3peHnem Ha CKB:
® rauueHTam C AIUTeNbHOW TMXOpanKow;

e Bblpa)eHHoM nuMdbageHonaTnen;

®  OCCaNrMsiMM U/UAK YNOPHBIMK apTpanruamMu, u/unu

®  THXENbIM O6LNM COCTOAHUEM, U/WNN

®  reMaToNorM4ecKMMM HapyLweHUsIMuU;

e 06beMHbIMW 06Pa30BaHUAMM, BbIIBAEHHbIMM B NpoLec-
ce o6cnefoBaHug;

®  ECTPYKTUBHbIMW MBMEHEHWUAMM B KOCTAX, HE TUMUYHbBIMU
ana CKB (ypoBeHb JOCTOBEPHOCTH JOKa3aTeNbCTB 5%).
Bcem naumeHtam ¢ CKB ¢ 06bEMHbIMU U AECTPYKTUBHbBIMMU

M3MEHEHUSIMU, a TaKKe ¢ AedopMaL UMK B KOCTSX, HE TUMKY-

HbiMu ana CKB, peKomeHayeTcs NMpoBeAeHWEe KOHCYNbTaLuu

BpayoM TpaBMaToONOroM-opToneaom (ypoBeHb AOCTOBEPHO-

cTu goKal3aTtenbcTB 5%). Bcem nauneHtam ¢ CKB ¢ npu3Haka-

MU NOPAXKEHUS KENYA0HHO-KMLWEYHOIO TPaKTa PEKOMeEHAYET-

€A MpOBEAEHME KOHCYNbTaLMW BPa4yOM-racTpO3HTEPONOroM

(ypoBeHb f[OCTOBEPHOCTM [OKasaTesbeTB 5%). Bcem nauwm-

eHTam ¢ CKB nepen HasHadyeHWeM/KOppeKuuen npoTuBo-

peBMaTUYECKON Tepanuu pPeKoMeHAYeTCS NPOBeJeHWEe KOH-

CyNnbTauumn BPavyoM-OTOPMHONAPMHIONONOM ANS UCK/IOYEHUS

naTonorum yxa, Hoca 1 ropna (ypoBeHb JOCTOBEPHOCTH [JOKa-

3aresibeTB 5%). epen Ha3HayYeHWeM/KOppPEKLMEN MPOTUBO-
peBMaTUYECKON Tepanun peKoMeHayeTcs nauueHTaMm, 4acTto
60nelLnM OCTPOM pecnmnpaTtopHon MHbEKLMEN, NnaTonormen
yXxa, HOCa W ropna; nauuMeHTam C o4yaramu XPOHWUYECKOW

MHPEKUMM B yllax, HOCE M ropfie, C MOBbIWEHHbIM TUTPOM

aHTUCTPEeNTONM3MHa-0, MonyvaloWwmnM IOKOKOPTUKOCTEPOU-

Obl /WM UMMYyHOAeNpeccaHTbl, u/unun MBI,

Bcem naumeHtam ¢ CKB ¢ nogospeHnem Ha Ty6epKynes
Ha BCeX aTanax AMarHOCTUKMN U IeYEHUS PEKOMEHIYETCS KOH-
cynbTauuns Bpava-pruaunaTpa (ypoBeHb JOCTOBEPHOCTU [OKa-

3ates1bCTB 5%). [NoKka3aHMAMKU ANs KOHCyNbTauun ptnuamnartpa
ABNAIOTCA MONOXKUTENbHbIE pe3ynbTaTbl TYGEPKYIMHOBbIX
npo6, o4yaroBble, UHPUALTPATUBHbLIE UBMEHEHUS B NETKHUX.
Mpr NoAoO3pEHMM Ha TYBEPKYNE3 KOCTEN PEKOMEHAYETCS TakK-
K€ KOHCynbTaluMs Bpaya TpaBMaTonora-optoneaa.

Bcem nauumeHTtam ¢ CKB pekoMeHayeTcs NpoBeAEHNSt KOH-
CynbTaumMm BpavyoM-odTanbMONOroM Ans AUArHOCTUKM nopa-
KEHUSI OpraHoB 3peHus (ypoBeHb [OCTOBEPHOCTM [OKa3a-
TesbeTB 5%). [oparkeHne opraHa 3peHus pa3smBaetcay 3—5%
naumeHToB. Hanbonee yacto y aeten ¢ CKB o6HapymBatoTcs
TaK Ha3blBaeMble X1I0NKOBblE NATHA — LUMCTOMAHbIE TeNbLa —
NposiB/IEHNE BaCKyIMTa COCYAOB CETYATKM, KOTOpblE NOKanu-
3yl0TCA B 3aAHUX otaenax cetyaTtku. OKKI3US LeHTpanbHOM
BEHbl CETYATKM, KaK NpaBuio, — 3TO NposiBiAEHNE aHTUdOCHO-
NUAUAHOrO CMHAPOMA UK LiepebpanbHOro BackyauTa. Takke
MOFYT Pa3BUTbCS TSKENbln ANDPY3HbIM BaACKYIUT COCYAOB
CeT4aTKM C CyGpEeTMHaNbHbIM U PETUHAIbHBIM OTEKOM U reMop-
parvamu; nponvdepatnBHasa petuHonaTms. lMoparkeHue cocy-
OB CETYaTKM NPUBOAMT K CHUMKEHMUIO 3PEHUs. Y MaumeHToB
¢ CKB moryT pasBuBaTbCs 3MUCKIEPUT; CKIEPUT; UPUOOLU-
K/WT, HEBPUT 3PUTENBHOIO HEPBA; CYXON KEPAaTOKOHbIOHKTUBUT
npv BTOPUMYHOM cuHApoMe LlerpeHa.

Bcem nauyueHtam ¢ CKB ¢ npusHakamu 3aboneBaHui
3HAOKPUHHOM CUCTEMbI PEKOMEHAYETCS MPOBEAEHUE KOH-
cynbTauun BpavyoM-3HAOKPUHONOIOM (YPOBEHb [OCTOBEP-
HocTh [oka3aTtesnbecTB 5%*). Hanbonee 4acto y nauueHToB
¢ CKB nopaaeTtcs wuroBmaHas enesa. AHTUTENa K TUPEO-
rnobynuHy BbiBnsaoTca y 35% naymeHtos ¢ CKB. Y 10-15%
pasBMBaeTCs TMMNOTUPEOUAN3M. TaKKe MOryT pa3BUTbCA
rMno- 1 runepnapartMpeonansm, 6onesHb AgamMcoHa, caxap-
HblM AMabeT NepBoro TMNa, 3agepKa nonoBoOro pasBuTUS,
MeHCTpyanbHasa AMChYHKLMS.

Bcem nauueHtam ¢ CKB ¢ npusHakamu 3aboneBaHui
NoOCTM PTa PEKOMEHAYETCH KOHCYyNbTauus Bpaya-cToMa-
Tonora (ypoBEeHb 4OCTOBEPHOCTU AOKalaTesnbCcTB 5*%). Bcem
naumeHTam ¢ CKB Ha Bcex atanax NevyeHus u AMarHoCTUKK
npu HanM4YMM PyHKLMOHaNbHON HEAOCTaTOYHOCTU CYCTaBoB,
6011 B CNUHE, a TaKKe AN5 peLleHns Bonpoca o NpoBeAeHUU
PEKOHCTPYKTMBHbIX ONepaLmi U NpoTe3npoBaHUS CycTaBoB
peKoOMeHIyeTCs KOHCyNbTauMa Bpada opTonefa-TpaBmaro-
nora (ypoBeHb JOCTOBEPHOCTU JOKa3aTesibeTB 5%).

Bcem nauneHtam ¢ CKB ¢ natonorven »enygo4yHo-Kuiuey-
HOMO TpaKTa PEKOMEHAyeTCs KOHCy/bTauus Bpadva-ractpo-
3HTeponora (ypoBeHb [OCTOBEPHOCTM [oKa3aTesbcTB 5%*).
MpoBoanTCS BCEM MNaLMEHTAM C MNaTONOrMEN KenyaoyHo-
KWLWIEYHOro TpaKTa no AaHHbIM 330¢aroractTpoayoaeHoCKo-
MUK /NN KONOHOCKOMUU, U/UNKU BUOEO3HAOCKOMUMN.

Bcem nauuneHtam ¢ CKB pekomeHayeTcs npoBeaeHue
KOHCYNbTauuMi ApyrumMu cneumanuctamu gns AuarHoCTUKM
W NevyeHus nposiBNEHUN OCHOBHOro 3abofieBaHus, COMNyT-
CTBYIOLLEN NATONOIMMU U/UNKU OCNOXKHEHWUN (YPOBEHb 4OCTO-
BEPHOCTH JOKa3aTebeTB 5%).

Kputepun KavectBa AMArHOCTUKM
B Tabn. 8.

npeactaBieHbl

UCTOYHUK ®UHAHCUPOBAHMUSA
He ykasaH.
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KnuHuyeckue peKkomeHaauum

Ta6nuua 8. Kputepmn Kayectsa AMArHOCTUKM
Table 8. Criteria for the diagnostic quality

aHTUTEN K unuTonaasme Hentpodunos

N¢ Kputepuin YpoBeHb AOCTOBEPHOCTH
1 BbINONHEH KNMHUYECKWUIA aHaNU3 KPOBW, aHann3 KPOBU BUOXMMUYECKNI 06l eTepaneBTUYECKNi 5
2 BbinonHeHa Koarynorpamma 4
3 BbINOMHEH KNMHUYECKWUI aHann3 MoYu 5
BbinonHeHo onpegeneHne CbiIBOPOTOYHOM KOHLIEHTPaLMKU UMMYHOTI06YNHOB G, A, M,
4 C-peaKTnBHOro 6eska, TuTpa peBMaTonaHoro paxkTopa, aHTUHyKIeapHoro GaxkTopa, aHTuTen 35

K aBycnupanbHon HK, aHtnTen K SM-aHTUreHy, aHTUTeN K KapAWOoNUMUHaM, [Bo-TTMKOMNPOTEenHy,

BbinonHeHo KOMMNIEKCHOE yNbTPa3BYKOBOE UCCIe0BaHNE BHYTPEHHMX OPraHoB,
5 axoKapauorpadus, anekTpokapanorpadus, KOMnbloTepHas TOMorpadpus opraHoB rPyAHON KNETKK 2-5
1 GPIOLLHOM NMOMOCTU, MarHUTHO-Pe30HaHCHas TOMorpadus GPIOLLIHOI NOOCTU U FTOIOBHOMO MO3ra

OHKONIOrMyecKkue 3aboneBaHns 1 reMo651acTo3bl

McKnioyeHbl Apyrue peBMaTu4ecKre U HepeBMaTudeckue 3aboneBaHuns, MHOEKLUOHHbIE,

5%
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B neKumn ans cucteMbl 1ocieBy30BCKOro MeAULIMHCKOro 06pa3oBaHMs aHaln3upyroTes NMpUYUHbl, BUAbI, K/Tl0YeBbIe 3Be-
HbS naToreHesa, rnposiBJieHUs1 OCHOBHbIX TUMOBbLIX GOPM NaToa0rMu NeYeHn — nev4eHOYHoOH HeOCTaToOYHOCTH, Ne4YeHOYHON
KOMbI, XKENTYXH, XONeMnnu, axosmu, XoaenauTmasa U nx OCJIOKHEHUH Y AeTeMN. C uenbilo KOHTPOJIA yCBOEHUA JIEKLUNOHHOIo

mMarepunasia npuBoAATCA CUTyaLlMOHHbIE 3a/ljavn M TECTOBbIE 3a/laHNs C BapHUaHTaMn OTBETOB.
Knro4eBble cnoBa: nevyeHoYyHasi He4oCTaTOYHOCTb, MeYEHOYHas KoMa, XKeaTyxa, X0neMus, axosius, XoneamTmas.

(Ansa uymTupoBaHus: NntBUUKKUIA M. d., Manbuea J1.[., Mopo3osa 0.J1. Tunosblie GopMbl NaTONOrMKU MEYEHU Y AETEN.
Bonpockl coBpemeHHou negnatpumn. 2018; 17 (1): 38-53. doi: 10.15690/vsp.v17i1.1854)

K OCHOBHbIM TUMOBbLIM GopMaM NaTONOTUU MEYEHU Y
[eTen OTHOCAT NeYeHOYHYI0O HeJOCTaTOYHOCTb, MEYEHOYHYIO
KOMYy, XeNnTyxy, Xonemuto, axonuto, xonenutnas [1, 2]. B neT-
CKOM BO3pacTe Haubonee 4acto ANarHOCTUPYIOTCH KENTYXH,
OVCKMHE3UU }KENYEBbIBOAALMX MNYTEN, XKeNYHOKameHHas
601€e3Hb, XPOHUYECKNe renaTutbl (B OCHOBHOM BUPYCHOIO
reHesa), LMppo3bl nevyeHun [1-4].

B Hopme neyeHb — OMH U3 OCHOBHbIX OpraHoB, obecne-
YynBatoLmMx romeocras opraHuama (puc. 1). lMospexaeHue
neYyeHu pasIMYHOro xapaKkrtepa MOXET MPUBECTU K ee Hello-
CTaTO4YHOCTH.

NEYEHOYHASA HEAOCTATOYHOCTb

[NMeyeHo4yHaa HepoctaTo4HOoCTb (MH) XxapakTepusyetcs
CTOMKUM CHUMEHWEM WAM MOMHLIM BbiNaAEHWEM OAHOW,
HECKOJIbKMUX MM BCEX PYHKLMK MEYEeHU, 4YTO NPUBOAUT K
HapYLLIEHWIO XU3HEAEeATENbHOCTM OpraHn3ma.

PaznunyHblie GopmMbl NATONOMMKM NEYEHN MOTYT ObITb OXa-
paKTepM30BaHbl COMMacCHO KPUTEPUAM HEAOCTAaTOYHOCTH

dYHKUMI neYveHn (NeYyeHoYHast HeJoCTaTOYHOCTb, BKtOYas
NevyeHOoYHY0 KOMY) U/UNK cUHApPOMa Kentyxu [1, 2].

Buabl ne4eHO4YHOM HeJOCTaTOYHOCTHU
o pasnuMyHbIM KpuTepuam (MacliTab NoBpeXKaeHus,
NPOWCXOX/AEHNE, CKOPOCTb BO3HUKHOBEHMS, 06PAaTUMOCTb
NnoBpeXAeHUIN) BblAeNsaoT HECKOIbKO BMAOB MH (puc. 2).
o npoucxoxgeHuio NMH BbiAensatoT Ase ee GOpPMbI:
®  EeYEHOYHO-KNETOYHYIO (CUH. NEYEHOYHYIO), KaK pe3yib-
TaT NePBMYHOIO NOBPEXKAEHMS renaTtoLumMToB 1 HegocTa-
TOYHOCTU UX QYHKLNHK;
® LIYHTOBYIO (0GX0OAHY0), 06YCNOBIEHHYIO HApYLIEHNEM B
neyeHn TOKa KPOBM U B CBSA3M C 3TUM ee cOpocom
(MMHYS MeYyeHb) Mo aHacToMo3aM (MOPTOKaBasbHbIM U
KaBOKaBa/lbHbIM) B 00LLMI KPOBOTOK [1, 2].
o ckopocTH BOBHMKHOBEHUS M pa3BuTus anddepeHLn-
pytoT Tpu BapuaHTa MH:
®  MOJIHUEHOCHYIO, UK DYybMUHAHTHYIO (Pa3BMBaETCs B
TeYeHWe HECKOMbKMX 4acoB);

*  Tpu HanucaHWM HacTOSLLEN NNEKLMUM UCMONb30BaHbl dparMeHTbl COGCTBEHHOIO TEKCTa, BNepBble ony6nMKoBaHHble B paboTax [1] 1 [2].
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Puc. 1. YyacTve neyeHu B npoLeccax romeocTtasa opraHmama [2]
Fig. 1. Liver participation in the body's homeostasis [2]

B peaKkuusax uMMyHOGMONOrMYECKOro Haa3opa

B nogaepkaHun 0NTMManbHOro COCTOSIHUSI CUCTEMbI remocTasa
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Puc. 2. Buabl ne4eHo4YHom HegoctatoqHoCTH [2]
Fig. 2. Types of liver failure [2]

| MNeyeHo4YHas HeAOCTaTO4HOCTb |

! |

! !

Mo macwraby Mo cKkopocTn Mo o6paTumocTn
Mo npoucxoxaeHuto
NMOBPEXAEHNS BO3HUKHOBEHUS U Pa3BUTUS NOBPEXAEHUS renaTounToB
MNeyeHoyHo-
MapunanbHas ToTtanbHas KNETOUHaS LLyHTOBas Octpas XpoHuyeckas O6patmas Heo6paTtumas

® OCTpylO (Pa3BMBAETCS B TEYEHME HECKOJSIbKMUX CYTOK);

®  XPOHMYECKyl0 (POpMUpYyeTCH B TEYEHUE HECKONbKMUX
Hepenb, Mecsaues unu net) [1, 2].

o o6patumocTn noBpexaeHus renatoymtoB [MH noa-
pasgensior:

e Ha ob6paTumyto (HabnlogaeTcs Npu npexkpaweHut BO3-
[eNCTBUSA MaTOreHHOro areHta W ycTpaHeHuu nocnen-
CTBWM 3TOro BO3AENCTBUS);

e HeobpaTUMylO (MPOrpeccupytoLLyto), pa3BuBaloLLyocs B
peadynbrate NpOoAOC/KAKWErocs BAUAHWUS MPUYUHHOIO
daKTopa “/Unn HeyCcTpaHMMOCTMU NaTOreHHbIX U3MeHe-
HWI, BbI3BaHHbIX MM: Takasa ¢dopma lNH Hepenko npuso-
OWT K rnbenu nauunenTa [1, 2].

MpUYnHBI NE4EeHOYHON HeJOCTaTOYHOCTH
MpuyunHbl pazsutusa MH MoryT 6biTb ABYX KaTeropum:
® e4yeHOYHbIMW (renaTtoreHHbIMKU, K KOTOPbIM OTHOCHAT
naToNorMyecKkmne npoLecchbl n/Mn1m BO3AENCTBUSA, MPSIMO
noBpexaatowmne KNeTK1 NeYeHn);
® BHene4yeHoYHbIMW (HerenaToreHHbIMK, KOTOPbIMU SIBNSA-
I0TCS MaTONIOrMYecKne NpoLecesl, NpoTeKatowme 3a npe-
[lenamu nevyeHu, Ho BTOPMYHO NOBpeEXKJatloLIne ee).
MpuynHbl 06enNX KaTeropuin HeaOCTaTOYHOCTU NpuBeae-
Hbl Ha puc. 3.
Anctpodumn n gereHepatuBHble U3MEHEHHUS B N€4YE€HU
Hambonee 4YacTo pa3BMBalOTCA NO4 AEMCTBUEM XMMUYECKUX

BELLECTB: Hanpumep, aHTMOMOTMKOB, cynbdaHuNaMuaos,
HaPKOTMKOB; MPOMbILWEHHbIX 940B (6€H30/1a, YETbIPEXXI0-
pPUCTOro yrnepoaa, MeTaHosna, HUTPOKPACOK), BbITOBbIX A10B
(aTaHONa M gpyrux CNUpTOB), a TaKKe BCAeACTBUE oTpaBhe-
HUM rpubamu [1, 2, 5].

lFenaTtnTbl Yallle BCEro BO3HMKAIOT B pe3ysibTate BUpYC-
HOM WMHOEKLMN WAU MHTOKCMKaALMKM PasfiM4HOro mnpowc-
XOXAEHUS.

BupycHble renatutbl — rpynna NoanaTMON0rMYHbIX BUPYC-
HbIX MOPaXKEHWUN NEeYEHU C PA3NINYHBIMU MEXaHU3MaMK U NyTS-
MW nepegayn Bo3oyauTenen. BnepBble oTAeNnUTb MHOEKUMU-
OHHbIM FenaTUT OT MPOYMX MOPAMKEHUN MEYEHU MPEeaNoKu
BblAalowmncsa poccurickun tepanesT C.[1. BoTkuH (1888).
KnuHunko-mopdonornyeckas KapTMHa renatuTa XapaKrepu-
3yeTcsl MPeuMyLLeCcTBEHHbIM pa3BuTMeM aAnddy3HOro BoC-
nanuTenbHOro npouecca B NEYEeHOYHOW TKaHM C COOTBET-
CTBYIOWMMU aCTEHOBEreTaTUBHLIMU U OOLLETOKCUYECKMMMU
NPOSIBAEHUAMU, KENTYXOM, renatocrnjieHoMeraamen n psaom
BO3MOMHbIX BHEMEYEHOYHbIX MOPAXKEHUW (apTPUTbI, Y3ENKO-
Bble NepuapTepumnTbl, rnomepynoHedpuTbl U T.4.) [2—4].

[MpUYNHOM BUPYCHOrO MNOParKEHUS MEeYeHU MOryT ObiTb
BUPYCbl PasnnyHbIX rpynn (Hanpumep, BO30GYyAUTENb KENTON
NMXopagKku unv repnecsupycol). OgHaKo pa3BUTUE TAXENOro,
KNIMHUYECKM MaHW@ECTUPYIOLWLErO MOPaXKeHUa MNeYeHn npu
3TUX MHOEKLMAX MO0 HEMOCTOSIHHO, NGO BO3HWKAET Yy Nauu-
€HTOB C MMMyHoaednuuTamu. Bo3byantenamum Takon Gpopmbl
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HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

Puc. 3. OCHOBHble NPUYMHbI N€YEHOYHOM HEeOCTaTOYHOCTH [2]
Fig. 3. The main causes of liver failure [2]
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OHAOKPMHOMaTUA

| BHeneyeHoYHble |

| OCHOBHbIE NPUYKUHDI NeYel

HOYHOW He0CTaTOYHOCTH |

| [eyeHoYHble

! ! ! !
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Pacctponctea MapaautapHble

ncTpodum
KPOBOOGPALLEHMS Avctpod nopakeHust

fenatutbl

Hacnepyemas
naTonorus neyveHu

Lnppo3sbl Xonecrtas Onyxonu

renatuTa ABNSIOTCA BWUPYCbl Pa3fiMYHbIX TaKCOHOMWYECKMX
rpynn. Bcex nx otnMyaeT cnoco6HOCTb Bbi3blBaTb NpPenMyLLe-
CTBEHHO crneumndryeckme nopaxKeHmsa renatoumTon. B HacTo-
dllee Bpems BblaenstioT 7 TUNOB BO36yaUTENEN BUPYCHOMO
renatuta, 0603Ha4YaeMmblX 3arnaBHbIMKU NATUHCKUMU ByKBamMu
(cootBeTcTBEHHO OT A 10 G), 1 BUpYyC TTV [2-4].

CounanbHasi 3HA4YMMOCTb M IKOHOMMYECKUM YyLIEPO,
HaHOCUMMbI BUPYCHBIMKU renaTutamMu, O4eHb BbICOKM, HTO M
onpefensieT Mx NepBOCTENEHHOCTb A1S 34PaBOOXPaHEHUs
BCEX CTpaH Mupa. B yacTHoCTH, renatnutoM A exxerogHo 3a6o0-
nesatoT 6onee 1 MAH YeNOBEK, @ YACNO HOCUTeNen BUpyca
renaTtuta B npeBbiwaet 1 mapa [3, 4, 6].

MyTen nepenayn Bo36yauTens ABa — MapeHTepasbHblf
W 3HTepanbHbI [2—-4].

lNapeHTepasibHbIi BapuaHT XapaKTepeH ANs BUPYCHbIX
renatutoB B, C, D, G. OH peanuayeTcs nNpu poXKAeHUU aeTen
MaTepsMK, UHPULMPOBaAHHbIMK BUpycoMm renatuta B, C, D, G
(aHTeHaTanbHbIK U NepuHaTasbHbIW MyTb 3aparKeHUs aeten);
TpaHcdy3nn KPOBM M ee NpenapaToB, reMoanann3e, MHbek-
LMSX, onepaTMBHOM JIEYEHNN B TEYEHUE Npeablaylmx 6 Mec;
MONOBbIX KOHTAKTax C JIMLLOM, MHOULMPOBAHHLIM BMPYCOM
renatuta B, C, D; TecHOM ObITOBOM KOHTaKTe C 4/€HOM
cembu, MHPULUMpPOBaHHbLIM BUpycom renatuta B, C, D, G.

OHTepanbHbIN ((peKanbHO-0pabHbIM) MNyTb nepeaayin
(BUpycHble renatnthl A 1 E) peanuayetca MNpu KOHTaKTe
¢ 60/1bHbIM 3a 15-60 cyT 10 Havyana KIMHUYeCcKon maHude-
cTauuun 3a60o/1eBaHNs, NPOXKMUBAHUN B SMUAEMUONOTMYECKHU
Hebnaronony4Hom pavioHe. CBOMCTBEHEH TaKKe rpynnoBbiM
3aboneBaHuam ¢ GOPMUPOBAHUEM INULEMUYECKUX O4aroB
B lETCKMUX U MOJIOAENKHbIX KONNEKTUBAX.

Lnppo3bl ne4eHn — XPOHUYECKMU MpoTeKalolme naTto-
JIOTMYECKMe NPoLEecChl B MeYEHU, XxapaKTepumaytoLwmecs npo-
rPeCcCUpyoLIMM MOBPEXAEHUMEM M TMGEenbio renaTtoumuTos,
pa3BUTUEM W36bITKA COEAMHWUTENbHON TKaHu (dnbpo3oMm),
3amMellatowen napeHxmmy [2, 5]. MNposaBnaeTca HeaocTaTou-
HOCTbIO GYHKLIMI NEYEHU U HapyLLEHUEM KPOBOTOKA B HEW.

Haunbonee yacton NpuYMHOM LMppO3a Yy LeTen crnyxar
pasnuyHble 3aboneBaHus renaTtobuaMapHoW CUCTeMbl —
BUPYCHblE M ayTOMMMYHHbl€ renaTuTbl, TOKCMYECKNE Mopa-
KEHUS NevyeHn, bunmnapHas aTtpesus, rmnonnasnsg BHyTpune-
YEHOYHbIX }XENYHbIX MPOTOKOB, METABONNYECKNE HaPYLLEHMS
(neduunt anbda-1l-aHTUTPUNCKUHA, rEMOXPOMATO3, MMUKOre-
HoBas 60ne3Hb |V, ceMenHbIi BHYTPUNEYEHOYHbIN XonecTas,

nopdupun, MyKOBUCLIUAO03), MEPBUYHBLIN OUAMAPHBIA LUP-
pO3, NMEPBUYHbIN CKIEPO3UPYIOWMNIN XONaHIUT, NpaBoXeay-
[OYKOBas cephevyHas He4oCTaTO4HOCTb, afKOro/ibHoe nopa-
¥EeHWe nedveHun. Y geTen MOXKET BCTpevaTbCs BPOMKAEHHbIN
$n6p03 neyeHn y geten. OCHOBHbIM NPU3HAKOM 3TOro 3a6o-
neBaHua aBnseTcs 6ofee MM MeHee pacnpocTpaHeHHbIN
nopTanbHbIM GMOPO3, Halle BCEro KIMHUYECKU NPOoSBASETCS
nopTanbHON runepTeHsnen [2-4].

HapyweHuss KpoBooGpaLleHUss Hanbosnbluee naToreH-
HOe W K/IMHMYeCcKoe 3HayeHue MUMeloT MNpu nopTtanbHOM
rMNepTeH3nn passityHOro MPOUCXOXAEHUA — CTOMKOM
NoBbIWEHNN JaBNEHUSA B COCY[ax CUCTEMbl BOPOTHON BEHbI
Bbllle HOPMbI (Bbllle 6 MM PT. CT.) [2—-4].

Hanbonee 4acTbiMM NpUYNMHAMK Pa3BUTUS BHyTpUNeYe-
HOYHOM MOPTa/IbHOMN TMMNEPTEH3UU ABNSIOTCH LMPPO3 NEYEHH,
ee ONnyxo/nu, LWMCTOCOMO3, remoxpomMaTosd. lopTanbHas rm-
nepTeH3ns Haane4YeHo4YHoro reHesa obycsioBneHa 610Ka-
[0V MPUTOKa KPOBM MO MOpTaibHbIM cocyaam (Hanpumep,
B pe3ynbTaTe CAaBNEHNS, OKKIIO3WUW, aHEBPU3M, TPOMOO30B
CTBOJIa BOPOTHOM UM Cene3eHOYHOM BeHbI). [ogneyeHoyHas
nopTanbHas rMNEpPTEH3MS BbI3blBAETCA KaKUM-TM6o npe-
NATCTBMEM OTTOKY KPOBW OT MeYeHu (Hanpumep, npu KOH-
CTPUKTMBHOM NepuKapauTe B peaynbraTte KalbUuduKaunu
TKaHuM nepuKapga, npuv Tpomb603e, 3IMOONUKU, CAABNEHWUU
HUXHEN MONON BeHbl). ANUTENbHO TeKylaa nopranbHas ru-
nepTeH3ns HepeaKo MPUBOAMT K AUCTPODUM MevyeHun un ee
HeLoCTaTO4HOCTW. HapylweHus KpoBoobpalleHus LieHTpasb-
HOro, OpraHHO-TKAaHEBOr 0, B COCYAax MUKPOLIMPKYIATOPHOIO
pycna Haubosee 4acTto HabnhaloTcs nNpu Konnarce, LWokKe,
KoMe, cencuce, o6LIMPHbIX OXorax [2, 5, 6].

CyluecTBYET MHOXECTBO APYrMX MPUYMH BO3HWKHOBEHUSA
MH. K Hanbonee KNIMHUYECKM 3HA4YMMbIM OTHOCATCA [2, 5, 6]:
® Hacnegyemble MOpaXKeHUs NeyveHu (Hanpumep, ruKore-

HO3 Tuna IV nnn remoxpomartos);
® MapasuTapHble MHEKLMN (HanpuMep, WNCTOCOMO3, KI10-

HOPX03, ONUCTOPX03, dacLunones);
®  OMNyXONW NeYeHu;

e xonecras;
® [UMNOKCUSA Pas3/IMYHOro reHesa (Hanpumep, LMPKYNsaTop-

Hag nNpu cepaevyHoM HeLOCTaTO4YHOCTM, TKaHeBas Mnpu

MHTOKCUKaLMAx, cybcTpaTHaa npu caxapHom gnabete);
® XpOHMYyecKas novyeyHas HeAoCTaTO4HOCTb;
®  [UMNO-, AMCBUTAMWUHO3bI (Hanpumep, runoButaMmmHossl E, D, A);




® 3HAOKPUHOMATUM (HanpuMmep, TMMNOKOPTULIM3M, NaToso-
rMs napaluToBUAHBIX XKenes).

KnioueBble 3BeHbsl NaToreHe3a Ne4eHoO4YHOM

Heo0CTaTO4HOCTH

BosgenctBne dakTtopa, NoBpexaalolero renatoumThl,
GopMUpyeT pa3BETBNIEHHYIO CETb B3aMMO3aBUCUMbIX U B3a-
MMOMOTEHUMPYIOLWMX M3MEHEHWIN. Beaylwme 3BeHbs nartore-
Hesa [1H npefcrtaBneHsl Ha puc. 4.

MoanduKauma n/vnun OecTpyKkums nnasmosieMmbl, Apyrmux
MemMbpaH ¥ LUMTOCKeneTa renatoumMToB, pPasBUTUE MMMYHO-
NaToNorMyeckmx, BocnanmTeNbHblX, CBOGOAHOPAANKAIbHbIX
NpoLeccoB, akTMBaLMsa rMapona3 npuMBoasT K MaccMpoBaH-
HOMY paspyLlEHMIO KIIETOK MeYeHU, BbIXO4Y B UHTEPCTULIMH
X COAEPXMMOro, BK/OYAs MHOMOYUCAEHHbIE TUAPONUTH-
yeckne depmeHTbl. HasBaHHble daKTopbl AOMONHWUTENBHO
NOTEHLMPYIOT BOCMaAUTENbHblE, UMMYHOMATOIOTMYECKUE U
cBO6GOAHOpPaAMKanbHble peaKkuuu. 3TO, B CBOK O4epedb,
[enaeT NpoLecc nopaxkeHus NevyeHu ToTallbHbIM U Hapac-
TaloLWMM No cTenenu [2, 5].

MposBneHMA Nne4eHO4YHOM HeJ0CTaTOYHOCTH
lMH xapaKTepu3yeTcs TUMUYHBIMW PacCTpoMCTBaMu 06-
MeHa BeLLecTB U GYHKUMIW neyvenu [2, 6].

HapyweHus o6meHa BewecTs [2, 3, 6]
PaccTtporicTBa 06MeHa 6€/1KOB XapaKTepU3yoTCs:

1) HapylleHWeM cuHTe3a anbOyMUHOB renartouuTamu, 4To
nposiBnseTcs runoanbbymmHemunen (06ycnoBanBatoLLEN
pa3BUTME OTEKOB, a TaKxe cnocobecTyolwen Gopmu-
poBaHWIO acuuTa B YCNOBUSAX MOBbLIWEHHOrO AaBAEHWUS
KPOBU B COCyAax BOPOTHOM BEHbI) U AUCTIPOTEUHEMUEN;

2) TOPMOXeHUeM CcuHTe3a OefNKOB CUCTeMbl remocTasa
(NpOKOHBEPTUHA, npoakLenepuHa, bUbpuHOreHa, npo-
Tpomb6uHa, daktopoB Kpuctmaca u Crioapta [payapa,
aHTUKOAarynaHTHbIX 6enKoB C 1 S), NposaBASIoWMMCS T1No-
Koarynsiunen 6enKoB KpoBM, pa3BUTUEM reMopparnyecKo-
ro CMHAPOMa (KPOBOUINUSAHUS B TKAHU, KPOBOTEYEHWS);

3) CHWKeHnem 3PGdEKTUBHOCTU peaKkuuin ae3amMuMHMpOBa-
HWUS @aMUHOKMCIIOT, YTO NMPUBOAUT K YBENNYEHUIO B KPOBM
N MOYe COAEepPHKaHNA aMUHOKMUCIOT;

4) nopgaBneHMeM B renatoumuTax OPHUTUHOBOIO LMKNA CUH-
Te3a MOYEeBMHbl U3 TOKCUYHOrO AN OpraHu3Ma aMMu-
aKa, 4TO MNpPOSIBNAETCA MNOBbIWEHWEM KOHUEHTpauuu
aMMHuaKa B KPOBMH.

Puc. 4. O6uive 3BeHbsi NaToreHesa NevyeHo4Hon HeaoCcTaToYHOCTH [2]

Fig. 4. The main common links of liver failure pathogenesis [2]

PacctpoiicTBa 06MeHa AnnnAoB NPOSBASIOTCS:

1) HapyweHMEeM CUMHTE3a B NeYEHOYHbIX KJIETKax MMMnonpo-
TEMHOB HU3KOW W O4YEHb HW3KOW MNOTHOCTU (06naga-
IOWMX aTepOreHHbIMK apdeKTamMun), a TakKe NUnonpo-
TEWHOB BbICOKOW MJIOTHOCTU (OKa3blBalOWMX aHTMaTe-
pOreHHoe [encTBuEe), 4YTO HepeaKo COMpoBOXAaeTcH
pa3BUTUEM NUMUAHON AUCTPODUKU MeyYeHU (MPOBOTro
renartosa);

2) NOBblWEHWEM B Nna3mMe KPOBWU YPOBHSA XOnecTepuHa
(o6napatolLero NpoaTteporeHHbIM CBOMCTBOM).
PacctporictBa 06MeHa Yr1eBOAOB XapaKTepu3yloTcs

noAasJ/IEHUEM MPOLLECCOB MIMKOTeHe3a, CHUKeHMeM addek-

TUBHOCTU [NIMKOreHoNn3a, HapyleHnem o6pal3oBaHus Mio-

KO3bl. YKa3aHHble paccTponCcTBa NPOSBASIOTCH CHMXEHUEM

PE3UCTEHTHOCTM OpraHM3ma K Harpyske rfloKo30M — runo-

IMIMKEMUWEN HATOLLaK M TMNepriMkeM1Men BCKOpe nocne npu-

ema nuumn, oco6eHHOo yrneBogHOM.

PacctporictBa o6meHa BuTammHoB. INpwu MH pazsuBaltoT-
€Sl TMNO- U AUCBUTAMMUHO3bI:
® 33 CYeT HapyLleHWs BbICBOOOXKAEHWA U3 NPOLYKTOB NuTa-

HWUS M BCACblBaHUS B KULWEYHUKE MHMPOPACTBOPUMbBIX

ButamunHoB A, D, E, K;
® CHMXeHUa 3PpdEeKTMBHOCTH TpaHchopmaumm NpoBuUTa-

MWHOB B BWTaMMWHbl (Hanpumep, KapoTuHa B BUTa-

MWH A);
® TOPMOXEHUS 06pa30BaHUs KODEPMEHTOB M3 BUTAMMU-

HOB (Hanpumep, TMaMuHnNupodpocohaTa U3 BUTaM1Ha B,

GnaBMHMOHOHYKNEOTMAA M [AMHYKNeoTuaa M3 BUTaMU-

Ha B,, nupuaokcanb-5-docdara U3 BUTaMmUHa Bg, KO3H-

31MMa A U3 NaHTOTEHOBOW KUC/OTbI).

PacctporiictBa 06MeHa MUKPOIJIEMEHTOB, KaK MnpaBu-
10, MPOSIBASAIOTCA HapylWeHWEM COAEPKaHWUA B OpraHuame
TaKMX MUHEpasbHbIX BeLWECTB, KaK Xeneso, Mefb, XPOM.
Hanpumep, npyn HacneacTBEHHOW NaToONOrMM — remMoxpoma-
TO3e — B TKaHW NeYeHW HaKaniIuBaeTcs Xeneso, pa3BuBa-
I0TCS renatomeranus n umppos [2, 5].

HapyweHuns pyHKUMIH neyeHu
Mpu MH cywecTBEHHO CHMKAETCS AE3MHTOKCHMKaLIMOHHas
QyHKUMA neyeHn. B pesynbtate 3TOro B opraHn3me Hakan-
nuBatoTCs:
® 3HAOrEeHHble TOKCUHbI (O6pasylowmecs u/unnm Hakanin-
BaloWwMecs B KuLWevHUKe: GeHOobl, CKaToNbl, aMMUaK,
NyTPECLMH, KaJlaBEPUHbl U MaTOreHHbIE MNPOAYKTbI METa-
601M3Ma — HWU3KOMONEKYASPHbIE KUPHbIE KUCAOTHI,
cynbdaTMpoBaHHble aMUHOKUCAOTbI U Ap.);

| 3THonoruyeckne baxTopsbl |

! !

! !

MoandvKaums AKTMBaLMA UMMYHO-
AvduKaums / H y Pazsutne AKTMBaLMSA cBOGOAHO-
LecTpyKuus membpaH NaToNorMyecKmx . AKTMBaLMS rMaponas
BOCManeHus pajuKanbHbIX peakLmi
renaTouuToB npoLeccos

| MaccrpoBaHHOe paspylleHUe KNETOK NeYeHu |

| [ononHuTenbHoe NoTEHUMPOBaHWE BOCMaNUTENbHbIX, UIMMYHOMATONOrMYECKMX, CBOOGOAHOPAAMKAIbHbIX peaKuui |

| [NeyeHo4YHas HEJOCTAaTOYHOCTb |
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® 3K30reHHble SA0BUTbIe BellecTBa (Hanpumep, TOKCUHbI
rpM6éoB M MUKPOOOB; ALOXMMMKATbI; NleKapCTBEHHbIE

CpeacTBa).

HapyieHne aHTUMUKPOGHOH dyHKUMM rpu H xapakTte-
pu3yeTcs CHUXeHneM 3abdeKTUBHOCTM daroumntosa MUKPO-
opraHn3moB KneTkamu Kyndepa, TpaHcnopta MUMMYHOT106y-
JIMHa Knacca A B ef4b, rae OH OKa3blBaeT 6aKTepuocTaTy-
yecKoe 1 6aKTepuLnaHOE feicTBuE.

HapyweHune xenyeobpa3oBaHUs U Kel4yeBblfeneHUs
NPOSBNAETCH XKENTYXON, XONemuen, axonuven, aucnentuye-
CKMMMW paccTponcTBamu [2—4].

NEYEHO4YHASAl KOMA

®duHanom nporpeccupylolien ne4eHoYHoM HeaocTaTou-
HOCTU SIBNSIeTCA KOMa, KOoTopas xapaKTepusyeTcs noTepew
CO3HaHMWA, NoJaBNEeHUEM WM 3HAYUTEbHbIM CHUXEHWEM
BbIpaXEHHOCTU pedIEKCOB U PacCTPOMCTBAMMU KU3IHeLes -
TENbHOCTM OpraHM3ma (BKIoYas HapyLEeHWS AbIXaHWa U KPo-
BOOOGpalleHns), YpeBaTbiMU cMepTblo [2—-4].

Buabl ne4eHOYHO! KOMBbI
B 3aBMCMMOCTU OT MPUYUHBI BOSHUKHOBEHUSA MEYEHOY-

HOM KOMbl BbIAENSAOT ABE OCHOBHbIX €€ Pa3HOBUAHOCTH:

® [IYHTOBYIO (OOXOAHYIK) BCNEACTBME HapylweHus (BNIOTb
[0 MpeKpalleHUs) KpOBOTOKa MO MopTajbHbIM BeHam,
HanpuMmep Npu NopTaNbHOM FTMNEPTEH3UU, B CBA3M C YEM
TOKCUYECKME BellecTBa (M30bITOK NMPOAYKTOB HOpMalb-
HOro o6MeHa BeLLeCTB, HanpuMmep ammuaka, GeHonoB
WM CKaTO/OB; BellecTBa, 06pasyloliMecs B pesybrate
HapylleHns meTabonuama, Hanpumep NMNUAHble nepe-
KUCHblE COeAMHEHUS, PSS anbAerMaoB; 9K30reHHble coe-
[LWHEHUs, B HOpMe 06e3BpeXmBaloLmnecs renatoumtamu,
HanpuMep MeTaHof, NPOLYKTbl MeTabofiM3ma 3TaHona;
OTAENbHbIE NIEKAPCTBEHHblE CpefcTBa — LUMTOCTaTUKK,
rMMKO3KUabl) HE MHAKTUMBUPYIOTCS B renatouMTax U ocTa-
loTCs B 06LLIEM KPOBOTOKe. Takue BellecTBa MUHYIOT
neyeHb MO MNOPTOKaBa/JbHbIM aHAaCTOMO3aM M, HaXoAsCb
B LIMPKYIMpPYIOLWER KPOBM, OKa3blBalOT NoBpexaatoLliee
[leNCTBMe Ha TKaHu 1 opraHbl;

® [1apeHXMMaTo3Hyl0 (Ne4YeHOYHO-KIETOYHYIO) KOMY, NpU-
YMHOM KOTOPOW Hanbonee 4acTo SBNSETCA IHAOrEHHas
MHTOKCMKaLMS OpraHnM3Ma B CBSI3W C MOBPEXAEHUEM
N TMBEeNbio 3HAYUTENbHOM MacCbl NEYeHU (Hanpumep,
npv ee TpaBMe, HEKPO3e, yaaneHuu). B peaynsrate atoro
HapylwatoTcs Bce GyHKUMKM neyveHun. Hamnbonbluee nato-
reHHOe 3Ha4YeHne Npu 3TOM UMEET yTpaTa ee [e3UHTOK-
CUKaLMOHHOW QYHKLINN.

MaToreHes nNe4eHoOYHbIX KOM

OCHOBHble GaKTopbl NaToreHe3a NevyeHoYHbIX KoM npea-
CTaBJ/ieHbl Ha puc. 5.

K 4ncny obLymx Kio4eBbiX 3BEHLEB NaTtoreHe3a neveHouy-
HbIX KOM OTHOCAT [1, 2, 6]:

®  TUMOIIMKEMMUIO: ABNAETCA Pe3yNbTaToOM HapyLIeHUs Mn-
KoreHesa W rMWKOreHonn3a;

° auunao3s (MeTabonmMyecknit, Ha GUHaNbHbIX CTaaMAX KOMbI
MOTYT [AOMNOJIHUTENbHO pa3BMBATbCS PECNUPATOPHbIN
W BblAeNuUTEeNbHbIV aunaos);

e ucbanaHCc MOHOB B KNETKaX, MHTEPCTULMANbHON XKKUa-
KOCTW M B KPOBM (B KPOBW HapacTaeT [K*], B KneTkax —
[Na*], [Ca?*], [H*]);

® WHTOKCMKaLMIO OpraHn3mMa — 3HOOTOKCMHEMMIO (OCO-
6EeHHO NpoayKTamun 6eKOBOro U JIMMUAHOro MeTabonna-
Ma, a TaKKe HeENnpsMbIM GUANPYGUHOM, YTO 0GYC/TOB/IEHO
HapylleHneM ero TpaHchopMaLMK U KOHblOraumm ¢ -
KYPOHOBOW KWUCIOTOW);

® HapylleHWe LieHTpaNbHOM, OpraHHO-TKAHEBON U MUKPO-
reMoLMPKYNISLMKN KaK ceacTBUe cepaeyHon HegocTaTou-
HOCTW, UBMEHEHUS TOHYCa apTepuon, pa3BuTnsg GeHome-
Ha cnamxa;

® OJIMOPraHHyl HEeJOCTaTOYHOCTb: paHblle BCEro U Hau-
60see BblparKEHHO HapyllaTca PyHKUMKN cepaua, Abixa-
TEeNbHOr0 U CepaevyHO-cocyancToro LeHTpoB. MNocneaHee
MOXET NPUBECTU K CMELUaHHOM MMNOKCUK, NPeKpPaLLEHHMIO
cepievyHon AesaATeNlbHOCTH, AbIXaHWS U CMEePTH NauneHTa.

XKEJNTYXA

MHorve dopmMbl NaToNIOrMM NEYEHU HaAYMHAKTCS U/UNK
COMPOBOXKAAIOTCS KENTYXOM.

Hentyxa xapaKTepusyeTcs M36bITOYHLIM COAEPHKAHU-
€M B KPOBW M WHTEPCTULMANBHON XUAKOCTU KOMMOHEHTOB
enuu (BKIoYas XKenyHble MUrMEHTbI), @ TaKXKe KEeNTYLHbIM
OKpallMBaHUEM KOXMW, CAIN3UCTbIX 060/104eK 1 Mouu [1, 2].

PaszButre »entyxn o6ycnoBEHO PacCTPOMCTBaAMU XKef-
4yeobpas3oBaTebHON U XKeNn4YyeBblaennTenbHon GyHKLUKU ne-
YeHW. ITU paccTpoMCTBa MOrYT XapaKTepus3oBaTbCs pas-
BUTUEM CUHAPOMA XOJIEMUU, XONecTasa, axonnu, Men4yHoKa-
MeHHOM 60ne3Hu [1-4].

Bce BMAbl XKeNTyXx 06beAMHEHbl OAHUM MPU3HAKOM —
rmnepéunmpybnHeMmnen. IMeHHo OT Hee 3aBUCUT SPKOCTb
OKPaCKM KOXMK U CAU3UCTbIX 06O0NI0YEK: OT CBETN0-TMMOH-
HOM [10 OPaHXEeBO-XENTOW, 3e/1EHON UM ONIMBKOBO-XENTOM
(NOXEeNTeHWE KOXKU U CKNep HaYynHaeTcs Npu KOHLEHTpaLmm
6unupybuHa 6onee 26 mmonb/n) [2—4].

MeTtabonuam 6unnpybuHa npeactaBneH Ha puc. 6.

Buabl xxentyx

Mo atnonatoreHe3y AnbdepeHLMpPYIOT MeXaHUYeCKyto,
NnapeHXMMaTo3HYI0 U FTEMONIUTUHECKYIO XENTyXK [2—4].

HapylieHns o6MeHa KenyHbiXx MMrMEHTOB HabntoaatoTes
npu paccTponcTBax QGYHKUMM renatoumToB (pa3BuBaeTcs
napeHxnMmMaTo3Has ¥enTyxa), BHeNne4YeHo4YHblIx popmax narto-
nornn (Hanpumep, Npu BbIPaXKEHHOM reMOfiM3e 3PUTPO-
LMTOB BO3HWKAET reMONIUTUYECKAN XKeNTyxa), a TaKKe npu
HapyLleHaX OTTOKa Xe4u OT NneyeHu (pa3BuMBaeTcs mexa-
HUYecKas Kentyxa).

Puc. 5. OcHOBHble daKTopbl NaToreHe3a neYyeHo4YHbIX KOMaTO3HbIX COCTOSAHWUM [2]

Fig. 5. The main factors of hepatic coma pathogenesis [2]
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B o6wemM BMae BbIENSIOT ABE TPyMMbl XKeNTyx — neve-

HOYHblE U BHEMNeYeHo4Hble (puc. 7) [1-3]:

® MeYeHOYHbIe KEeNTyXMU (NeYeHOYHO-KNETOYHbIE, NapeHXK-
MaTO3Hble U 3H3MMOMNATUYECKME) BO3HMUKAIOT NpU nep-
BWMYHOM NOBPEKAEHUMN rENaTOLUTOB;

® HemneyeHoYHble XKENTyXM NEepPBMYHO He CBS3aHbl C Mo-
BpEXAEHWEM renatoumnToB; K HUM OTHOCAT reMonuTuye-
CKMe (HagneyeHO4YHble) U MexaHWYecKue (nogneyvyeHou-
Hble) enTtyxu [1, 4, 6].

Me4yeHO4YHO-K/1eTOYHbIE XKeNTyXu

MpuynHamm Ux MoryT 6biTb MHOEKLMOHHbIE U HEUMHDEK-
LIMOHHbIEe daKTopbl [2—4].

K MHpEeKUMOHHbIM npuYnuHaMm OTHOCHAT BMPYCbl, GaKTe-
puK, NNasMoauu, K HEMHQEKLMOHHbIM — OpraHM4yecKune
M HeopraHW4yecKue renaToTOKCMYECKWE BellecTBa (Hanpwu-
Mep, YETbIPEXXIOPUCTLIN Yrnepos, 3TaHON, NapaueTamon
W Ap.), renatoTporHble UMMYHOINO6GYUHbI, renaTounTOTOK-
cuyeckne NMMPoLnTbl U Makpodarm, HOBoOO6pPa30BaHMUSI.

levyeHoYHas »entyxa HOBOPOXAEHHbLIX MOXET BO3HM-
KaTb BCreAcTBUe HapyweHus GyHKUUOHanbHoOW andodeper-
LIMPOBKM NeyeHn. PasBuBatolasica npy aTom runepounmpy-
OMHEMUS BPEMEHHA U YMEPEHHO BblpakeHa. 3To COCTOsHME
Hepeako HabnhaeTcs Y HeJOHOWEHHbIX aeTen [2—4].

XapaKTep W BbIpaXKEHHOCTb HapyWeHUn YHKUMIA Mpu
NeYEeHOYHO-KIIETOYHbIX XeNTyxax 3aBUCAT OT CTEMNeHW allb-
TepaumMM M mMaccbl NOBPEXAEHHbIX renaTouuToB. B 3Hauu-
TeNIbHOM 4acCTu cliy4aeB NOBPEXAEHUe, Ha4YMHaACh C U3Me-
HEHWS CTPYKTYPbl KNETOYHbIX MeEMOpaH W/WavM noaasfieHus
aKTUBHOCTU GEpPMEHTOB, HapacTaeT U MOXEeT 3aBepLInTbCA
[EeCTPYKLMEN NeYeHOYHbIX KNeToK [2, 3, 5]. B nto6om cinyvae
NpU MNOBPEXAEHMN MNapeHXMMbl MevYeHU MNPOUCXoaAaT pac-
CTPOMCTBA Xen4yeobpas3oBaHMs U KelYeBbliBELEHMUS.

XapaKTep pacCTPOWCTB U CTEMNEHb UX BbIPaXEHHOCTH Ha
pasHbiX aTanax (CTagusx) naTtonorM4yecKoro npouecca (cne-
[0BaTeNbHO — BbIPAXEHHOCTU XKEeNTyxn) pasfinyHbl.

CTaagnu ne4eHo4YHO-KAETOYHOM KenTyxmu [2—4]

1. TepBasa cTagua (NpemxenTylwHas; puc. 8) xapaKktepuay-
eTCsl NOBPEXAEHNEM U CHUKEHNEM aKTUBHOCTU GepPMEH-
TOB, pa3pyLatLmx ypobunuHoreH [2, 5, 6]. Npossnsercs
3Ta cTagums:
®  YPOOWUIMHOTEHEMMUEN N YPOBUNUHOIEHYPUEN;

° anbTepaluer MeMbpaH renaToLmToB, NMOBbILEHUEM KX
NPOHMLIAEMOCTM U BbIXOAOM B MHTEPCTULMM U KPOBb
KOMMOHEHTOB LMTOMNA3Mbl (XapakTepusyetcs dep-
MEHTEMMWEN, KOrAa B KPOBWU YBEMYMBAETCS aKTUB-
HOCTb TpaHcamnHasz — AJIT n ACT, a Takxe Apyrux
nevyeHoYHbIX GEPMEHTOB, U FMNepKanMeMmnen Benea-
CTBUE NOBPEXAEHNS 6O/bLIOIO YMCa renaTtouunToB);

® CHUXXEHMEM aKTUBHOCTM [NIOKYPOHUNTPaHchepasbl
(MposiBNaeTca ymeHblleHeM o6pa3oBaHUs NPSMOro
6unnpybuHa W, Kak cneacTBme, CoaepKaHus CTePKO-
6GUNIMHOrEHa B KPOBMW, MOYE M IKCKPEMEHTAX).

Puc. 7. Buabl xentyx no nponcxoxaexuio [1, 2]
Fig. 7. Types of jaundice by origin [1, 2]

Puc. 6. OcHOBHble aTanbl MeTabonnama 6unupybuHa [1, 2]
Fig. 6. The main stages of bilirubin metabolism [1, 2]
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2. Brtopas cragms (kentywHasi; puc. 9) xapaKrepuayeTcs
JanbHEeNWnM ycyrybneHmem anbtepauum renatoumTon
n nx pepmeHToB [1, 5, 6], 4TO NPMBOAUT K HapyLEHUIO
paboTbl «6GUNMPYOUHOBOIrO KOHBeWepar» (UuTonnasma-
TUYECKMN 6GENOoK renatouuMToB — JAUraHOUH U TIOKY-
poHunTpaHcdhepasa). JlIuraHauH crnocob6CTBYeT TpaHC-
NOPTY YENYHbIX MUIMEHTOB W3 pervoHa renatouuTa,
06palleHHOro K KpOBEHOCHOMY Kanuanspy, B PeruvoH,
npuaeXalwmm K }enyHomy Kanuangpy. PaccTponctBo
3TOr0 MexaHM3ma B COBOKYMHOCTWM C MOBPEKAEHUEM
MeMOpaH KIeTOK 06YyCnoBAMBAET HapylueHue OfHO-
HanpaBneHHOro TpaHcnopTa 6unupybuHa. [lposas-
naeTca BTOpas cTagus NeYyeHOYHO-KNETOYHOM KenTyxu
BbIXOAOM MNPAMOro 6unnpybuHa B KpOBb U pa3BUTUEM
6unnpybmHemun, dunbTpaumen npsaMoro 6unnpybuHa
NnoYKamMM W €ero 3KCKpPeuMuewn C MO4YoM, nonagaHuem
KOMMOHEHTOB KeN4u B KPOBb M PA3BUTUEM XONEMUU
[1, 2, 4].

3. Tpetbs ctagus (puc. 10) xapaktepuayetca [2, 4, 6]:
® [POrpeccupylouM CHUXKEHWEM aAKTUBHOCTU [JIHOKY-

poHunTpaHcdepasbl renatouUmMToB, YTO MPUBOAWUT K
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HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

Puc. 8. OCHOBHble 3BEHbS NATOreHes3a 1 NPosiBJEeHNUsS NepBO CTaAuN NeYeHOYHO-KIETOYHON KenTyxu [1, 2]
Fig. 8. The main links of pathogenesis and manifestations of the first stage of hepatocellular jaundice [1, 2]
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Mpumeyanue. MM — rnoKypoHUNTpaHchepasa.

Note. ['T® — glucuronyltransferase.

Puc. 9. OCHOBHble 3BeHbS NaToreHesa v NposiBJAeHUs BTOPON CTauN NEYEHOYHO-KNETOYHOMN KenTyxu [1, 2]
Fig. 9. The main links of pathogenesis and manifestations of the second stage of hepatocellular jaundice [1, 2]
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lMpumeyanue. MP — rOKypoHUNTpaHchepasa.

Note. ['T® — glucuronyltransferase.

Puc. 10. OCHOBHble 3BEHbS NaTtoreHesa v NPOoSIBNEHUS TPETbeN CTaann NEYEHOYHO-KIETOYHOM XenTyxu [1, 2]
Fig. 10. The main links of pathogenesis and manifestations of the third stage of hepatocellular jaundice [1, 2]
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HapyLeHWo TpaHCMeMOBpaHHOro NepeHoca KOHbIorv-
poBaHHOro 6unMpybuHa B renatouuTbl U TOPMOXe-
HWIO NpoLiecca MIoKypoHU3aLMn 6unmpybrHa (Nposs-
NAETC HapacTaHWEM YPOBHSA HENPAMOro 6unnpybuHa
B KPOBW; YMEHbLUEHWEM COepXaHUs B KPOBMW Mpsi-
MOro 6unupybuHa BCNeACTBME MNOAaBNEHUSA peak-
LMW TIOKYPOHU3ALMKU U CHUKEHWEM B 3TOM CBA3M
KOHLEHTpauun CTEPKOBGUIMHOrEHa B KPOBMU, MoYe
N 3KCKPEMEHTaX; YMEHbLIEHUEM COAEPKAHUSA YPOOU-
JIMHOreHa BM/0Tb 40 NO/HOrO UCHE3HOBEHUSA B KPOBMU
W, KaK pesynbsTar, B MoYe, 4YTO ABNAETCH CNelCcTBUEM
Manoro nocTynjaeHns NpsaMoro 6unmMpybuHa B »kenye-
BbIBOASALLME MYTU U KULIEYHUK);

e ycyrybneHuem NoBpPEXAEHUs CTPYKTYp U GepMeHTOB
renaTtounToB, YTO NPOSIBASETCA HapacTaHWeM Xone-
MUK, COXPaHEHMEM CTeneHn pepMeHTEMUU U TUnep-
KanMemuu, NporpeccMpoBaHNEM Me4YeHOYHOW Heao-
CTaTO4HOCTH, YpEBATON Pa3BUTUEM KOMbI.

OH3MMonaTu4yeCcKue XenTyxu

Bblgensior ABe rpynnbl 3H3UMOMNATUHECKUX KENTYX —
Hacnefyemble (NepBUYHbIE) U MNPUOBPETEHHbIE (BTOPUY-
Hble) [1, 2].

Hacnegyembie (nepBuYHbIE€) IH3UMONMAaTUYECKME XKETTYXN

[lepBWYHbBIE 3H3MMOMATUM renaTtoumMToB pPa3BMBaIOTCH
NpU reHHbIX gedeKktax nx GpepMeHTOB U HEKOTOPbLIX 6ENKOB,
obecneynBaloLMx MeETaboIM3M MUTMEHTHOrO 06MEHa B HUX.
MepBUYHbIE (Hacnegyemble) KenTyxu XapaKTepHbl UMEHHO
ONs AeTen, TaK KaK NposiBNsoT cebs y)Ke B paHHEM BOo3pacTe
WX B NEPUO HOBOPOXAEHHOCTH [2, 3, 6]. K Taknum Hacneay-
€MbIM XeTyxam OTHOCAT:

1) cuHapom Kpurnepa—Hawspa: HacnegyeTcs no ayrocoMm-
HO-peLeCcCUBHOMY TUIMY; NaTOreHeTUYECKOM OCHOBOW ero
pas3BUTHA ABNSeTCs HeaocTaTovyHoe o6pa3oBaHue Gunu-
PYOGUHIIIOKYPOHMAA (MPSAMOro 6unupyburHa) na Henpsamo-
ro 6unnpybuHa BCNeacTBME BblparKEHHON HeJoCTaTOYHO-
CTU depMeHTa roKopoHunTpaHchepasbl. Y aeten atoT
CUAPOM MpPOABASETCH HacneayeMow HereMoMTUHEeCKON
ENTYX0M; Npu Tsenbix Gopmax pa3BuBalOTCA Nopaxke-

Puc. 11. Han6onee yacTble BUAbl IH3UMOMNATUHECKUX KeNTyx [1, 2]
Fig. 11. The most common types of enzyme jaundice [1, 2]

HUS TONOBHOIO MO3ra Mo TUMY SAEPHON KenTyxu. [etn
4acTo norMéaloT B NepBble MecsLbl U rofbl XU3HK. Mpu
BbXXMBaHWKW [eTel NOBbIWEHHbIA YPOBEHb GUNNPYOMHA
COXpaHsAeTCs Ha BCIO XKU3Hb [1, 2, 6];

2) cuHgpom Hunbbepa: HacneayeTcst MO ayTOCOMHO-40MMU-
HaAHTHOMY TWMY M TaKXe OTHOCWUTCA K HacnegyemoMm
CEMENHON HEremMosIMTUHECKOM KeNTyxe (aHanormyHo
cuHapomy Kpurnepa—Hawsapa) [1, 2, 6]. Mpu cuHapome
Hunbbepa HabngaeTcs CHUXKEHNE aKTUBHOCTHU TIOKO-
poHunTpaHcdepasbl | npumepHo Ha 25%, B CBA3M C YeM
3TOMY TUMY CBOWCTBEHHLI 6oJiee nerkas popma TeqeHuns
C OTCPOYEHHbIM BpeEMeEHeM AebtoTa (Yaule MaHudecTu-
pyeT B Bo3pacte 15-25 neT), 6e3 TAKeNnoro nopaxeHus
ro/IOBHOro mMo3ra B dopMe s4epHOn Xentyxu. B naTto-
reHe3e MMeeT MECTO HapylleHWe 3axBaTa GunupybuHa
NeYeHO4YHOWN KIIETKOW;

3) cungpom [abuHa-—[KOHCOHa npeacTaBnser co6oM Ha-
CNefcTBEHHbIN MUIMEeHTHbIM renato3 [2, 4, 6], 06ycnoB-
JIEHHbIN HapylweHWeMm TpaHcnopTa 6uaMpybuHa U3 rena-
TOLMTOB B eNyb BCNeACTBME MyTaLMu reHa 6enka, oTBe-
Yatolero 3a renatobuanapHbIn NepeHoc 6UnnpyobuHa;

4) cuHppoM PoTtopa cxofeH no naTtoreHesdy C CMHAPOMOM
[JabunHa—[1)KOHCOHa, HO B OT/INYME OT HErO COMPOBOXKAA-
eTCs 3KCKpeuunen KonponopdupuHa (NMPOMEIKYTOUHbIN
NPOAYKT o6MeHa rema n unmpybuHa) ¢ moyou [1, 2, 6].
OCHOBHblE NPOSIBAEHMS HacneayeMbIX XenTyx Nnpeacras-
NeHbl Ha puc. 11.

lNpuobpeTeHHbie (BTOPHYHbIE) IH3UMONaTU4ECKME

KENTyXn

MprobpeTeHHbIe (BTOPUYHBIE) HApYLLEHWUST CBOUCTB dep-
MEHTOB, Y4aCTBYIOLLMX B METAB0U3ME KENYHbIX MMIMEHTOB
W CUHTE3e KOMMOHEHTOB MeMO6paH renaTtouuMToB, pPa3BU-
BalOTCA BCMEACTBME MHTOKCWMKALMW OpraHMama, 0CO6EHHO
renaTtoTponHbIMKU f4amMu (Hanpumep, 3TaHOIOM WU YeTbl-
PEXXIOPUCTLIM YrNEPOAOM), HEKOTOPLIMK IEKAPCTBEHHbLIMM
cpeacTBamMu (Hampumep, napaueTtaMonoM, NeBOMULIETU-
HOM), BellecTBamMun Ans xoneuuctorpadun, a TakKe B CBA3M
C MHOEKLIMOHHBIMM NOPaXKEHUSIMU NeYeHn (Hanpumep, BUpY-
camu, BaKTEPUAMU, UX IHIO- N SK30TOKCUHaMK), NOBpeXae-

| JH3MMONAaTUYECKME KENTyXn |

! |

! !

| CuHapom unbbepa

| | CuHapom Kpurnepa—Haiispa | | CuHapom JabuHa—KoHCOoHa | | CuHapom PoTopa

| OCHOBHble NPosSiBNEHNS |

[nuTenbHoe NoBbIlWeHUe
YPOBHS HEKOHBIOTMPOBAHHOIO
6UNnpyGUHa B KPOBMU
CHUXKEHWe YPOBHS
CTEPKOBUNINHOTEHa B KPOBMU,
MoYe, Kane (y OTaeNbHbIX
naLueHToB)

YBenuyeHve cogepaHus
MOHOIIIOKYpOHUAa
6UANPYOBUHA B XKEN4K

MoBbllWeHWe coaepKaHus
HEKOHBIOrMPOBAHHOMO
6UNNpyobrHa B KPOBM
(oco6eHHo npw Tune )
CHUXeHue ypoBHS
CTEPKOBWUMHOreHa B KPOBH,
MOYe, Kane
3HauuTensHoe
yBESIMYEHNUE COAEPKaHUS
MOHOIIOKYPOHKUAa
6UNNPYOGUHa B KeNuu
BunupybuHosas
aHUedbanonatus

(npu Tvne |y peten)

MoBbileHne YPOBHS
KOHbIOTMPOBaAHHOIO
6unnpybuHa B KPOBMU
BospacTtaHue cogepxaHus
HEKOHBIOTMPOBAHHOMO
6unnpybuHa B KPOBMU

(3a cyeT AerntoKypoHu3aLumm

B renatobunvMapHon cucteme)
XenynoyHo-KuLeyHble
paccTpoicTBa

oBblleHWe coaepKaHns
KOHBIOTMPOBaHHOIO
6ununpybuHa
(MOHOIIOKYPOHUL)
YBenuyeHve ypoBHS 06LLMX
KONponopdup1HOB B MoYe
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HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

HUSAMW renaTouUTOB aHTUTENaMu, LUTOTOKCUYECKUMU TUM-
dountamum u makpodaramu.

BHerne4yeHO4YHbI€e EeATYXHU: K HUM OTHOCAT reMonuTuye-
CKYIO U MEXaHMYECKYIO XenTyxu [2, 4, 6].
1. TemonutTnyeckasa xentyxa (MPUYUHBI U MNPOSABIEHUSA

reEMOJIMTUYECKMX XKENTyX MpeacTtaBieHbl Ha puc. 12).

K rpynne reMOAUTUYECKUX KENTyX OTHOCHAT IXKeATyxy

HOBOPOXJEHHbIX. BblAenatoT ABe pPa3HOBUAHOCTU Ken-

TYXW HOBOPOXAEHHbIX — PU3NONOTMYECKYI0 M NaToNo-

ruyeckyto [1-3].

— PusnosorndecKas xentyxa (icterus neonatorum)

dusnonormyeckasn xentyxa Habnopaetcsd y 30-50%
neten [2—4]. XapaKtepusyeTcs paspylieHMeM amOpuoHanb-
HbIX 3PUTPOLMTOB Y 340POBbIX HOBOPOXAEHHbIX, MOABAAETCSH
Ha 2-5-N geHb XM3HW pebeHKa W ucyesaeT Ha 7-10-i.
MexaHU3Mbl Pa3BUTUSA KENTYXM 3aKIloyaloTcs B TOM, 4TO
HOBOPOX/AEHHbIN PeBGEHOK NpoayLMpyeT HeNnpPsIMon 6unmpy-
6uH B 3 pa3a 60/blle, YeM B3POC/bIM Ye0BEK (3a CYET pac-
naga aMOpuoHasnbHbIX apuTpoumnToB). OgHaAKO renaTouuTbl
nevyeHn HOBOPOXAEHHOrO He CMOCOOHbLI NMOMHOCTbIO CBA3bI-
BaTb €ro u3-3a HepocTtatka depmeHTa, obecneynBalowero
KOHblOraumio nurMeHTta. Takas du3nonorvyeckas MKenty-
Xa OTpaxaeT BPEMEHHO CHUXEHHYI0 CMOCOOHOCTb NeyvyeHu
neten B 06pa3oBaHuuK 6ununpybuHa [1, 2, 6].

— [MaTonornyeckas xentyxa

Matonornyeckasa ¢opma XKentyxu MposBAAETCs remo-
JINTUYECKON 60JIE3HBIO HOBOPOXAEHHBIX MPU Pe3YC-KOH-
GNUKTHOM 6epemMeHHOCTU [2—4]: B opraHM3me pe3yc-0Tpu-
LaTenbHoW maTepu o06pasyloTcs aHTMTena MNpoTMB pesyc-
NMOJSIOXKUTENbHbBIX 3PUTPOLIMTOB Nnofa. Bo3HWKaeT MMMyHO-

FEHHbIM FeMOSIN3, KOTOPbIM B MNEpMO[ HOBOPOXKAEHHOCTU
MOXET COMNPOBOXKAATLCS KENTYXON C YBENMYEHUEM B KPOBM
YPOBHSI HEMPSAMOro — O4YeHb TOKCMYHOro — 6ununpybuHa,
BbI3blBAIOLLEr0 3HAYUTENbHbIE HapPyWeHUs QYHKLUN Hen-
POHOB UEHTpasbHOMW HepBHOM cuctembl [1, 2, 6]. B aTux
YCNOBMAX MOXET pa3BMBaTbCs fAepHas XKentyxa. daepHas
KeNTyxa HOBOPOXAEHHbIX MAaTOMOPGdONOrMYECKH XapaKTe-
pPU3yeTCs KenTblM GUANMPYOUHOBLIM NPOKPaLIMBaHUEM A4ep
CTBO/Ia MO3ra U MO3Xe4yKa. ITOT TEPMWUH MCNONb3YIOT 0an-
HaKOBO 4YacTO A5 OMUCAHWS KaK PaHHWX, TaK M OTAaNEH-
HbIX MPOsIBIEHUA OGUANMPYOUHOBOM 3Huedanonatuu. [pwu
OMNMpybuHOBOKM 3HLedanonatMn HabNoAaTCA HapyLeHUs
[LeSTeNbHOCTU LLEHTPaNbHOM HEPBHOM CUCTEMBbI, Bbl3BaHHbIE
TOKCUYECKUM [encTBueM OunmpybuHa Ha 6a3alibHble raH-
rMUK 1 pasnnyHble aapa Mo3ra. MNpu aTom HapywaeTtcs Guau-
4YeCKoe U MHTEeNNEKTyanbHOe pa3BuTMe pebeHKa, B AabHEN-
LWeM y HEro MOXKeT pa3BuTbes cnaboymue [1, 2, 5].

B reHese runepbunnpybuHeMmn UMeeT 3HavyeHue He
TONbKO aKTUBHbIM FEMO/IU3 3PUTPOLIMTOB, HO U CMTOCOBHOCTb
neyYyeHn KOHbIOrMpoBaTb GUANPYOUH. MpU HE3PENOCTU KOHDB-
IOraLMOHHbIX CUCTEM MEYEHU U GbICTPOMPOrpPECCUPYIOLLEM
reMosnnM3e 3pUTPOLMTOB BUANPYOUH MOXKET AOCTUraTb BbICO-
KWX UMbp, nopaxas Bce opraHbl U CUCTEMbI (MEYEHb, MOYKM,
Nierkme, cepjle), Ho 60/bly0 OMacHOCTb MMEET MOBPEX-
[leHWe roNoBHOIro Mo3ra — Ceporo BelecTBa Kopbl U Noj-
KOPKOBbIX f4ep (rMnnokamna, MUHAANMH MO3XKe4Ka, saep
3puTenbHoro 6yrpa, aHa IV xenyaodyka, saep onvBbl, 3y6-
yartoro aapa v ap.), obycnosnunsatollee pa3BuUTne aaepHoOn
wentyxu [1, 2, 4]. BbiCOKMI ypOBEHb CBOGOAHOIO HEKOHb-
IOrMpoBaHHOIro 6uNMpybrHa B CbiIBOPOTKE KPOBM 0becneyu-
BaeT ero NpPoHMKHOBEHWE 4Yepe3 rematosHuedanmyeckum

Puc. 12. OcHoBHble NpuynHbl (A) n nposBneHuns (b) HaaneYeHOoYHbIX (FEMOIMTUYECKMX) enTyx [1, 2]
Fig. 12. The main causes (A) and manifestations (b) of cythemolytic (hemolytic) icterus [1, 2]

BHYTpH- 1 BHECOCYAMUCTLIN rEMO/IU3 3PUTPOLIUTOB

O6pa3oBaHue N36bITKa HEKOHBIOrMPOBAHHOIO GUANPYBUHa:
® pu HdapKTE OpraHoB
© CKOIMJIEHUM KPOBU B TKaHSAX, OpraHax, mojocTsax Tena

A | MpuynHbI |
[eMONn3 3pUTPOLIUTOB M UX NPEALIECTBEHHUKOB CWHTE3 HEKOHbIOrMPOBaHHOMO GUNMpPy6uHa
B KOCTHOM MO3re 13 HEremorno6MHOBOro remMa B NeYeHn, KOCTHOM MOo3re
CHMNTOMbI NEYEHOYHOM HEOCTAaTOHHOCTH | | CHMNTOMbI MAPEHXMMaTO3HOM KENTyXu
| Mp13HaKM NoOBpEXAEHNS renaTouuToB |
b
| MposiBneHus |

| [pU3HaKK remonnsa apuTpoLIMTOB

| AHnemus | | femorno6uHypus

-ypus

YpobunuHoreHemusi/

oBblIlWEeHWE B KPOBU YPOBHS
HEKOHBLIOTMPOBaHHOMO
6unmupybuHa

YBenuyeHvne ypoBHs
CTEPKOGUIMHA B KPOBMU,
Moue, Kane

| [emuyecKas runokcus |




6apbep ¢ ganbHENLWNUM HaKOMJIEHWEM B LIEHTPaNbHON HEPB-
HOM cucTEME M MocneaylowmmM NpPosiBleHNEM TOKCMYECKOro
nencteus. MNoBbIWAT TOKCUYHOCTb HEKOHBIOTMPOBAHHOIO
6unmMpybrHa Takme GaKTopbl, KaK MMMNOKCKs, aunaos, rmno-
rMUKEMUS, TMNOaNbOYMUHEMUS, OXNaaeHue, UHOEKUMUH,
a TaKe MOCTynJeHne B OpraHn3M BELLECTB, KOHKYpPUpPYtO-
WMx ¢ 6unnpybrHOM 3a MecTa a5 MPOYHOro CBA3bIBaHMSA
Ha anbbymuHe (Hanpumep, HeacTepUdULMPOBaAHHbIE XMUP-
Hble KMCNOTbI, P IEKAPCTBEHHbIX NpenapaTtoB — cylbda-
HUNaMuibl, aHanbreTMKM, NPOTUBOBOCMANUTENbHbIE CPEa-
ctBa v ap.) [1, 2, 6]. lo 30% AOHOWEHHbIX HOBOPOXAEHHbIX
pas3BMBalOT SAEPHYIO XKENTYXy NpU NoKkasaTtene 6unMpyobuHa
428-496 MKMOnb/N 1 go 70% — npu 518-684 MKMonb/n;
Ons HedoHoweHHbIX geten -1V cTeneHn KpuTuyeckoun
CTaHOBUTCA oTMeTKa ~171 MKmon/n. [MaTonorn4yeckomy
npoLieccy Crnoco6CTBYIOT BbICOKOE COAEPKaHWE raHrIMo3u-
0B U COUHIOMMENMHA, K KOTOPbIM HEKOHbLIOrMPOBAHHbIV
O6UNnpy6buH MmeeT 6O0/bliOe CPOACTBO; CHUXEHHas Cro-
COBHOCTb BbIBEAEHUSA M3 LepebpOCnUHANbHON XUAKOCTU
61nnpybrHa; NoBbllWEHHAs NPOHULAEMOCTb CTEHOK Kanui-
NSPOB; OTCYTCTBME cneumduyeckoro 6enKka, cBa3biBatoLle-
ro B uuTonnasmMe renatoumta OUAMPYOUH,— JNIUFaHAWUHA;
HWU3Kaa aKTUBHOCTb OGUINPYOGUHOKCUIEHa3HOM CUCTEMBI,
obecrneymBalollem HETOKCUMYHOCTb YENYHOro nurMeHTa.
PaspywmtensHoe AenCTBUE HEKOHbIOTMPOBAHHOIMO OWUAK-
pybuHa CcBA3aHO C rMbBenbio KNeTOoK, AeMUenMHu3auuen
nepmdepmnyecKmMx HePBHbIX BOSIOKOH HEMPOHOB, HEKPOTHUYE-
CKMMMW M3MEHEHUAMU B MOYKaX, KUWEYHUKE, NOMKenyaoy-
HOW Kenese, HaaMo4Yye4yHUKax; Apyrme opraHbl MeHee nog-
BEPXKEHbl TOKCMYECKOMY BIUSIHWIO HEMPAMOro GUAnpyGurHa.
TOKCMYHOCTb HEKOHBIOTMPOBAHHOIO GUINPYOMHA NPOSBAS-
eTcs B clyvyae, Korja OH He CBA3aH C anbbyMUHOM Mna3Mmbl
KPOBW M MOTOMY NIEFKO MPOHUKAET 3a Npefesbl KPOBSAHOIo
pycna. [loctato4yHas o6ecnevyeHHOCTb anbOyMUHOM Mpeay-
npexaaeT noparKeHue mMo3ra, KOTOpoe MOXET pa3BMTbCS
npu ypoBHe 6GUAMPYOWMHaA, 3HA4YUTENIbHO MpeBblatoWeM
KpUTHyeckum [2—-4].

KnnHnyeckn remonutuyeckas 60ne3Hb MNPosSiBASETCA
OTEYHbIM, }ENTYLWHbIM U aHEMUYECKUM BapMaHTOM 60S1IE3HU
Yy HOBOPOX/AEHHOIO IM60 BHYTPUYTPOOGHOM CMEpPTbIO Nioga
[3, 4, 6].

Y neten MMeloTCsl HEeKOTopble OCOBEHHOCTU (GYHKLUMK
enyeobpas30BaHUs, Ken4yeoTaeNeHNs U KendyeBblaeneHus,
YTO BAMSIET Ha TAMKECTb COCTOSIHUS WM CUMMTOMaTWUKY Mpu
wentyxe [3, 4, 6]. MNpouecc o6pa3oBaHUS Kenuu y aeten

NPOTEKAET MEHee MHTEHCMBHO. [leTcKas Kenyb oTMvaeTcs

no CBOEMY COCTaBYy OT en4yu B3POCAOro YenoBeKa: OHa

COLEPKUT 6ONbLLE CNN3U, BObI, KEMYHbIX MUTMEHTOB, MEHb-

e — XeNYHbIX KUCNOT, XonecTepuHa u conen. Taypoxonesas

Kucnota o6pasyeTcsl B MEYEHU KaK COEAMHEHME XONEBOM

KWCNOTbI M TayprHa M NOSTOMY OTHOCKTCS K TaK Ha3blBaeMbIM

napHbIM KncnotaM. Kpome TaypuHa xoneBas KUCNoTa TaKKe

KOHDBIOrMPYET C MMWUUMHOM, B pesynbTaTe 4ero BO3HWKaeT

Apyras napHas Kucnota — ranKoxonesas. B getckon »en-

4n npeobnagaet coaepaHue TaypoxoneBOM KWUCNOTbl Haj

TNIMKOXONEBOM, YTO UMEET CYLLIECTBEHHOE 3HAYEHME, TaK KaK

TaypoxoneBas Kucnota obnajaeT MeHbLIeN TOKCUYHOCTbIO

N 60siee CUIbHbIM aHTUCENTUYECKUM [encTBueM. B cBs3u

C MeHbLUeN TOKCMYHOCTbIO TaypoOXONeBOW KUCOTbI, comep-

allencs B xenye pebeHKa, KIMHUYECKMe NPOSBNEHUS CUH-

LpoMa X0NeMuUn y eTen MeHee BblpaxkeHsbl [2, 3, 6].

2. MexaHu4yecKkaa entyxa (noaneyeHo4yHasi, 3acTonHas,
06TypauUnoHHas) BO3HWKaeT BCeACTBME CTOMKOro Hapy-
WEHNS BbIBEAEHUS MENYM MO XKEeNYHbIM Kanunnspam
(4TO NPUBOAMT K BHYTPUNEYEHOYHOMY X0necTasy), *eny-
HbIM MPOTOKAM W M3 XeN4yHoro ny3bips. [ABe nocneaHue
rpynnbl NPUYUH BHaYyane NpuMBOASAT K BHENEYEHOYHOMY
(noagne4yeHoO4YHOMY) x0necTasy, a NpPu XPOHUYECKOM [eit-
CTBMU — U K BHYTpUMNEYeHo4YHoMY [1, 2, 6].

Haunbonee yacTbiMu daktopamu, NPUBOASALLMMU K BHYTPU-
neYyeHO4YHOMY U BHENeYeHOYHOMY XxonecTtasy, asnstotes [1, 2]:
® 3aKpblBaloLME KeNnyeBbIBOAALWME MYTU USHYTPU (Hanpu-

Mep, KOHKPEMEHTbI, OMyX0/iM, Napa3uTbl, FPaHynemMaTos-

Has TKaHb NPU BUINAPHOM LIMPPO3e);

° cAaB/AMBalOWME XKENYHble MYTU CHapYXW (Hanpumep,
HOBOOGpPa30BaHWUS TFOMOBKW MNOMKENYAOYHOM Kene3bl
unn 60NbLIOrO Ayof4eHaNbHOro COCOYKa; pyoLoBble
U3MEHEHUS TKaHW BOKPYT XKeNn4eBbIBOAALMX NyTEN; yBe-
NNYEHHble NMMOY3Nbl);

® HapywawliMe TOHYC M CHUXKaloLMEe MOTOPMKY CTEHOK
eN4yeBbIBOAAWMX NyTEN (AUCKUHESUN).

YKazaHHble U apyrune daKkTtopbl 06YyCnoBAUMBAOT MOBbI-
LWEeHWe JaBNeHNs B XeNYHbIX Kanunnsapax, nepepacrsxyeHme
(BNOTb 4O MMKPOPA3pPbIBOB) M MOBbIWEHWE MPOHULAEMO-
CTW CTEHOK XenyeoTBoasawWwmx nyten, anddy3no KOMMNOHEH-
TOB XeNnyn B KpoBb. [lpn aToM pasBuBaeTcs GUIMapHbIv
renatvt [1, 2, 4].

MexaHn4yecKas »entyxa y AeTer 4acTo BO3HWKaeT npwu
ONCOYHKLMM KeNYeBbIBOASLLEN CUCTEMBI U Xen4YHOKaMeH-
HOWM 6ONE3HM.

Puc. 13. OCHOBHble NPOABAEHNUS NOANEYEHOYHbIX (MEXaHUYECKMX) KenTyx [1, 2]
Fig. 13. The main manifestations of obstructive (post-hepatic) jaundice [1, 2]

| MNMonurnnosBuTaMmMHo3 | | [OncbaKTepnos, KnwevHas ayToMHPEKLMS U MHTOKCUKaLMS | |06ecu,BequHbu71 Kan | | Creatopest

| CvHApOM axonuu |

]

MposiBneHusa
CvHApOM xonemun
BbICOKMI ypOBEHb MoBbllWeHHasn
ApTepuanbHas
KOHDBIOrMPOBaHHOIO pasaparKUTEeNbHOCTb MnepxonectepuHemus 3ya KOXK Bpaaunkapaus MnOTEH3MS
6unmMpybuHa B KPOBH 1 BO36YANMOCTb
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HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

Y HOBOPOXAEHHbIX MPUYUHOW MEXAHMYECKOM KENTyXu
MOXET CTaTb aTPe3Us MENYHbIX NyTeENn — TAMENbIK NMOPOK
pa3BUTUSA, KOTOPbIN MOXET OblTb CBSiI3aH C MEPEHECEHHbI-
MW 3aboneBaHUAMU OWIMAPHON CUCTEMbI BHYTPUYTPOO-
HO. Pe6EHOK pOXKAaeTCs C XKENTyXoW, UM OHa MNosBAsSETCSH
B MNepBble [HW, MHTEHCMBHO HapacTas: Kan obecLBeyveH,
MOYa TemMHas, 3aTeM YBEIMYMBAIOTCA NeYeHb U cenel3eHkKa,
NosiBNSETCH pacluMpeHe BEHO3HOW CETU Ha XMBOTE, NeYeHb
CTaHOBMWTCH OYeHb NaoTHOM [1, 3, 4].

[na MexaHU4eCKOW KeNTyxu XxapaKTePHO pa3BUTHE XOne-
MumK 1 axonuu (puc. 13) [1, 2, 6].

CUHAPOM XONEMUU (HKETHEKPOBMUEN)

XonemMuss — KOMIAEKC pPacCTPOMUCTB, OBYC/OBAEHHbIX
NosiBIEHWEM B KPOBWM KOMIMOHEHTOB XX€EN4u, raBHbIM o6pa-
30M XKENYHbIX KUCIOT (FTMKOXO/IEBOW, TaypOXoNeBON U Ap.),
npsmMoro 6unumpybuHa u xonectepuHa [2—4].

Mpn3Hakm xonemuu [1, 6]:
® BbICOKas KOHUEHTpaLMs KOHbIOTMPOBAHHOIO 6GWAMpPY-

O1Ha B KPOBMU (C Pa3BUTUEM KENTYXM) U, KaK cneacteue,

B MOYe (B COYETAHUU C KENYHBIMU KUCIOTaMM), YTO NPU-

[laeT Mo4e TEMHbIN LBET;
® UNepxosecTepnuHemMms: M36bITOK XONecTepuHa nornoula-

eTcs MakpodaraMv U HaKanJvBaeTcs B BWAE KCaHTOM

(B KOXe KucTeun, npeansiedyni, cton) u/unm KcaHTenasm

(B KOXXe BOKpyr rnas);
® 3y[ KOXW BCNELCTBME pa3fparKeHUs Xen4yHbIMU KUCNO-

TaMUW HEPBHbIX OKOHYaHWUN;

e apTepuanbHas TUMOTEH3UA B pe3y/lbTaTe CHUXKEeHUN
6a3asbHOr0 TOHyCa [aJKOMbIWEYHbIX KNETOK apTepu-
01, aApPEHOPEaKTUBHbIX CBOWCTB PELIENTOPOB COCYAOB
M cepaua, NOBbIWEHUSA TOHyca 6ynbbapHbix aaep 6:y-
KAaloLero HepBa NoA AENCTBUEM HUPHbIX KUCNOT;

e OpaavKapius: pa3BuMBaeTCd BCAeACTBUE MPAMOro Top-
MO3HOTO BMSHUSA YENYHbIX KUCNOT Ha KNEeTKM CUHYCHO-
npeacepaHoro y3na;

® OBblWEHHas pa3aparKUTeNbHOCTb M BO36YAMMOCTb MNa-
LMEHTOB B pe3yfnbTaTe CHUXEHWS aKTUBHOCTU TOPMO3-
HbIX HEMPOHOB KOpPbl 6OJbLINX MONYLIAPUA Nog AENCTBU-
€M KOMMOHEHTOB enyu;

® [enpeccusi, HapylleHne cHa M 604PCTBOBAHWUS, MOBbI-
LIEeHHas yTOMISeMOCTb (pa3BMBaETCs Mpu XPOHUYECKOU
X0/IEMUK).

CUHAPOM axonmmn
AXONMa — COCTOSIHWE, XapaKTepuayloLlleecs 3Ha4YuTeNb-

HbIM YMEHbLUEHWEM UK NMPEKPALLEHUEM MOCTYMNEHUS HKeN-

YW B KMLIEYHMK, COYETatoLLeecs ¢ HapyLleHWEM MONOCTHOIO

M MembpaHHOoro nuuiesapeHus [1, 2].

Mpun3Haku axonuu [1, 6]:

e cTeaTopess — MoOTepPs OPraHM3MOM XMUPOB C IKCKpe-
MEeHTamMu B pea3yfbTaTe HapylweHWs 3MylbrMpoBaHug,
nepeBapuBaHns U YCBOEHUS KUpa B KUILIEYHMKE B CBA3MK
C edUUMTOM HKenuu;

e aucbaKtepuos;

®  KuleYyHas ayTOMHOEKLMA M MHTOKCUKaLMA: KaK 1 Npu Auc-
6aKTepnose, OTCyTCTBYET GaKTepuuuaHoe U BGaKTepuo-
CTaTU4YECKOEe EeNCTBUE XeNYn, HTO aKTUBUPYET NPOoL,ECChI
FTHUEHWUA M GPOXKEHUS B KMLIEYHWUKE U OBYCIOBAMBAET
pa3BUTME METEOPU3MA;

®  MOAMIMNOBUTAMMHO3 (B OCHOBHOM 3a c4yeT gedwuuuta
*UpopacTBOpUMbIX BUTaMUHOB A, D, E, K). JednumT yKka-
3aHHbIX BUTAMWHOB MPUBOAMUT K HapyLIEHWUIO CymMepey-
HOrO 3PEeHUs, AeMUHEepann3aLun KocTen ¢ pa3BUTUEM
ocTeoManauUMM U MepenomoB, CHUXKEHUID 3DPEKTUB-

HOCTU CUCTEMbI aHTUOKCUAAHTHON 3alluTbl TKAHEN, pas-
BUTUIO reMmopparnieckoro CMHAPOMa;

e o6ecLBEYEHHbIN Kan BCNeACTBME YMEHbLUEHUS WK
OTCYTCTBUSA KENYM B KMLIEYHUKE.

AncoyHKUMS Ken4eBbIBOAALEN CUCTEMbI

OMCOYHKUMSA KenvyeBbIBOASLWEN CUCTEMBI Y AETEN 3aHU-
MaeT 2-e MecTo cpeau 6one3Hew KenyaoyHO-KMLLEYHOro
TpakTa. YactoTa BO3HMKHOBEHWUS TMMOMOTOPHbIX ANCKUHE3NI
eN4YHoro ny3bips y geten Bapbupyet ot 40 go 99% [2, 3, 6].

Hawnbonee yactbiMu Npu4yMHamn GOpPMUPOBaHUA y AeTen
OMCOYHKLIMM XKeNnYeBbIBOASLLEN CUCTEMbI, B YaCTHOCTU BGUK-
apHOro TpakTa, SBAAOTCA 06WMM HEBPO3, An3aHLUedanbHbIM
BEreTaTMBHbIN KPW3, BUPYCHbINA renatut, MHOEeKLUU, MHTOK-
CUKaLMKN. XONELIMCTIKTOMUSA ABASETCH NYCKOBLIM (GaKToOpom
AMcOYHKUMKN chuHKTepa Opau. MNpu yoaneHuu KenyHoro
ny3blps HapywarTcs AENOHUMPOBAHME KENYu U perynauums
MOTOpPUKKM couHKTepa Oaam [2, 3, 6]. CBoBoaHOE, MOCTO-
SIHHOE BblAENEHME Xen4yu B [ABEHAALATUNEPCTHYIO KMLLKY
NpPoOBOLMPYET pas3BWUTUE [LYOAEHWTA, MOBLbILWEHWE YacToTbl
[yoaeHoracTpanbHblX PedloKCOB, CTUMYIMPYET MOTOPUKY
ENYyA0YHO-KULEYHOro TpakTa. [UCKUHEe3uMu OBeHaguaTtu-
NEPCTHOM KMLLIKKW, OCOGEHHO MO TUMNEPTOHWYECKOMY THNY,
4acTo BbI3bIBAOT CMNACTUYECKOE COKpalleHue CPOUHKTepa
Opam, NpensaTcTBys HOpMasibHOMY OTTOKY *endu [1, 3, 6].

CumnToMaTMKa AMCOYHKUMKU KeNYeBblBOAALWEN CUCTe-
Mbl BK/OYa@ET YTOMASEMOCTb, Pa3AparKUTENbHOCTb, MNNaK-
CUBOCTb, CHWXXEHWe pPaboToCNOCOOHOCTU Y LWKONbHWKOB,
a B 3aBMCMMOCTM OT TWMa JIMYHOCTU pebGeHKa — ABura-
TENbHYIO PACTOPMOXEHHOCTb WM, HAMOTUB, TMMOAMHAMMIO.
Pe6eHKa 6eCnoKosAT YyBCTBO TSXKECTU B anuractpaibHOM
o6nacTu, TOWHOTa, PBOTA, OTPbIXKKA, ropeyb BO PTy, Uame-
HEeHWe 4acToTbl CTyfa, NOTIMBOCTb, cepauebueHune 1 apyrue
HapylleHUsl, CBOWCTBEHHbIE HECBOEBPEMEHHOMY Bblaesne-
HMIO YKEeNYM B ABEHAALATUNEPCTHYIO KULLKY.

®yHKLMOHANbHbIE HapyleHUs GUaMapHOro TpaKkTa fJe-
TeM TeCHO B3aMMOCBSI3aHbl C BeretatMBHbIMU AUCPHYHK-
LUMAMKW, BCNEACTBME 4ero MaHMdEeCTUPYOT B AOLWKONBHOM
BO3pacTe, NPOrpeccupyloT B paHHEM LWWKONbHOM Mnepuoae,
a B Bo3pacTe cTapwe 10 net npuobpeTatoT cTabuibHYyo
dopmy 6onesnu [3, 4, 6].

YKenyHokameHHasi 6071€3Hb (X0NeMTha3)

B pas3ButMM Xxonenutuasa y [LeTen BaxHOe 3HaveHue
npuaaloT HacneAacTBEHHbIM daKTopam — BPOXKAEHHOMY
HapylweHnto obmMeHa GOochONMNUAOB, CHUKEHUIO aKTUB-
HOCTU NeunTUH-XonecTepun-auetTunTpaHcdepas, aedexTy
IMNONpoTenHa, rae rnaBHas pPo/b NPUHALNEKMUT FreHaMm U
6enKam-TpaHcnopTepaMm (y4acTue BO BHYTPMNEYEHOYHOM
IKCKPELIMK XKeNYU B KaHalblibl), @ TaKXXe reHam, fetepMu-
HUPYIOWMM NUMUAHBIA COCTAB KPOBW W KeNuu (aHTUreHbl
ructocoBMectTumocTu | knacca — B12 n B18) [3, 4, 6].

B pa3ButuKn xonenutvasa BeanKa posib aHOManumn pas3Bu-
TUS XKeNYEBbIBOASLLEN CUCTEMBI, MPUBOAALMX K 3aCTOLO XKen-
YK He TONbKO B MNy3blpe, HO Y BO BHYTPUNEYEHOYHbIX eNYHbIX
xopax. PopMupoBaHMe KamHew 06yCNOBNEHO TaKKe 0COOEH-
HOCTAMM NUTaHKA AeTen (ynoTpebrieHne XUpoB, IErKoycBos-
eMblx 6eNKOB W yrneBofoB; AedULMT BUTAMUHOB, CBEMMX
oBoulern U GpyKToB). CHUMKEHME OETOKCUKALMOHHOW YHK-
LMK MUKPODIOPbI XeNyA0UYHO-KUWEYHOro TpaKTa NpuBOAUT
K MeTabo/IM4ECKUM U CTPYKTYPHbBIM MOBPEXAEHUSM KIETOY-
HbIX OpraHenn, renaTounToB U NeYveHn B Lenom. Hendo npu-
o6peTaeT IMTOreHHbIe CBOMCTBA, B CBA3M C 4EM BO3MOXEH
KaK BPOXAEHHbIN, TaK U NPUOBPETEHHbIN XapaKTep KaMHe-
obpa3oBaHus. [pyrumn daktopamu 06pa30BaHMs KamHen



y AETEN ABNAOTCA MMNOAMHaMUS C HapylleHWeM BHellHece-
KPETOPHOM GYHKLIMKU NEeYeHK, naccarka Kenyn u runoToHnen
KENYHOro ny3blpsi, HEBPOTUIUPYIOLLME YCNOBUSA LUKOSbHOWM
nporpamMMmsbl, a Takxe AETCKUW ankoronnam, akTMBHOe/nac-
CMBHOE KypeHue, TOKCMKOMaHuu. B natoreHese xenyHo-
KaMeHHOW 60fe3HN Yy JeTel CYLLeCTBEHHY poJib Urpaet
U3MEHEHWE COOTHOLIEHMS YKEeMYHbIX KUCNOT U APYrMX KOMMO-
HEHTOB *en4yun. B mexaHn3me o6pa3oBaH1A X01ECTEPUHOBBIX
KENYHbIX KaMHeN Bepyllee 3HayeHue MMeeT HapylleHue
LMPKYNALMKU XONECTEPUHA, KEMYHbIX KUCNOT, rMnepcexkpeLms
MYKOWIHbIX CyOCTaHLUMMN, CHUMXEHWE 3BaAKyaTOPHON YHKLMK
en4yHoro ny3bips. MNpu NUrMEHTHOM NUTOreHe3e OCHOBHOE
3Ha4YeHne UMeeT BbICOKas KOHLEHTPaLMa HEKOHBIOrMPOBaH-
HOro 6uUAnpybuHa B xenyn. POpMUPOBAHMIO MUTMEHTHbIX
KaMHel B [ETCKOM BO3pacTe Cnoco6CTBYET MocTeneHHoe
HaKOM/EHWE B XeN4un Meau U xenesa: o6a MUKPO3EeMeEH-
Ta 06pasyloT NPOYHblE COEANHEHMS C BbICOKOMOEKYISPHbI-
MU 6enKkamu M CBOGOAHbIM OGUAMPYOUHOM XKenyu. YepHble
KOHKPEMEHTbI BCTPEYatoTCs NP reMOIMTUHECKUX HKENTyxax,
TUPEOTOKCUKO3ax, KOPUYHEBbIE — MPU BTOPUYHOM UHPULM-
pOBaHUK KenyHbIx nyten [3, 4, 6].

Aucnencuyeckas popma — Hanbonee YacTbi KIUHUYe-
CKMI BapUWaHT XeNYHOKaMeHHON 60ne3Hn B AETCKOM BO3-
pacTe, Mpu 3TOM KIMHMYECKasa KapTMHa He MMEET xapaKrep-
HbIX N5 B3POC/bIX NaLUeHTOB CUMNTOMOB, HabnoaatoLwmxcs
npu O0BGOCTPEHUN KallbKyNe3HOro XoJIeLUCTUTa KenyHoKa-
MeHHOM 60J1IE3HU.
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3AQ0A4YA 1
Mokasartennb KpoBb Moua OKCKpeMeHTbI

ANT AKTUBHOCTb YBeNnyeHa - -

ACT AKTMBHOCTb yBENMYEHa - -
Bunupy6uH obwmi 1,5 mMr% - -
Bunnpy6uH npamoi 0,5 Mr% Cnegbl -
YpoGUIUHOTeH(MH) OGHapyeH OGHapyeH -
CTepKOBUANHOrEH(MH) Hopwma Hopwma Hopwma
HenyHble KucnoTbl Het Het Het

lMpumeyanue. K 3apgavam 1-3: AJIT — anaHMHaMmuHoTpaHcdepasa, ACT — acnapTataMmMHoTpaHcdepasa.
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3A0AYA 2

ANT AKTMBHOCTb yBeNnYeHa - -

ACT AKTUBHOCTb yBeNn4eHa - -
Bununpy6uH obwmmn 2,4 Mr% - -
BunnpybuH npsamoi 1,4 Mr% O6HapyeH -
YpoOuAnHOreH(mH) Cneppbl Cnepbl -
CTepKOBUNNHOIEeH(MH) Cneppbl Cnepbl 3Ha4nTeNbHO YMEHbLUEH
HenyHble KUcnoThbl OGHapyeHbl OGHapyeHbl Het

3AAAYA 3

[ rowaswem [ s [ Mo [ owcwewewns |
ANT Hopma - -
ACT Hopma - -
Bununpy6uH obmmn 2,4 Mr% - -
BununpybuH npamoi 1,4 Mr% O6HapyeH -
YpoOuanHoreH(mH) Het Het -
CTepKOBUNNHOreH(MH) Het Het Het
HenyHble KUCnoThbl OGHapyeHbl OGHapyeHbl -

3A0AYA 4
BunnpybuH obwmmn 3,4 Mr% - -
Bunupy6uH npsimon 0,2 Mr% Het -

Ypo6unnHoreH(mH) B 60nbliom Konuyectee B 60nblioM KonuyecTtse -
CTEePKOBUNNHOTEH(MH) YBenuyeH YBenuyeH YBenunyeH
HKenyHble KUCnoThbl Het Het -

CUTYALIMUOHHDLIE 3AAYM K NIEKLIUM [7]

3AA0AYA 1

MauneHT C., 17 neT, NoCTynuia B KIWHWUKY C Xanobamu
Ha 6014 B MpaBoM noapebepbe MOCTOSIHHOIrO xapakTepa,
OMUCrnenTMYecKne paccTponcTea, ooyt cnabocTb, 6bICTPYO
YyTOMASIEMOCTb. B TpexneTHeM Bo3pacTe C. mepeHec *Kentyxy
HEW3BECTHOW 3TMONOrMKU. TP OCMOTPE: KOXKHblE MOKPOBbI
W CKNIEPbI XENTYLWHbI; Ne4YeHb yBeAnYeHa, Npv nanbnaumm —
MsArkas, 6e36onesHeHHas. Cenes3eHKa 3HA4YUTENbHO yBe-
nnyeHa. Kan o6bl4HOro LBeTa. AHann3 KpoBU: NENKOLMUTI
3,7X10%/n, neitkountapHas dbopmyna 6e3 0COGEHHOCTEN;
CO3 6 MM/Y; 06K 6enok 8 r%, anbbyMuH 5,2 r%, oL
6UnMpyouH 5,8 mMr%, rnoxkosa 115 mr%.

BOMPOCHI

1. Kakue paccTponcTBa CUCTEMbI MULLEBAPEHUS UMELOTCA
y C.? KaKoBbl UX NPUYUHBI?

2. MOXeT N KenTylHOoe OKpallMBaHWE KOXM HEe COMpoBO-
AATbCS KOXHbIM 3yA0OM?

3. MoryT n gucnenTuyecKne paccTPOMCTBA, KeNTyxa, yBenu-
YeHne nevyeHun G6biTb MaToOreHeTM4eCKM B3anMoCBsa3aHbl?

4. MoxHO nu ytBepxaaTb, 4To y C. HapyweHbl byHKLUK

nevyeHun? Ecnu ga, To Kakme?

5. Kakue fononHutenbHble faHHble BaMm Heo6xoaumbl Ans
yTO4HeHUs Bawero 3aknoyeHus o Gopme naTonoruu
n ee natoreHezey C.?

6. MOXHO /1M C YH4ETOM JOMONTHUTENbHbIX AaHHbIX UCKITIOYUTb
npsiMoOe NopaxeHue nevyeHu?

7. Kakon Tvn xentyxu passunca y C., 1 KaKoBO ee Npouc-
XOXAeHne?

3A[A4A 2

MauneHT K., 18 net, goctaBieH B K/IMHUKY MalUMHOMN
CKOPOW MefMLMHCKOM nomoluun. Npu nocTyniaeHuu: naccu-
BEH, 3aTOPMOXEH, anaTtu4yeH, He Bcergja cpasy U ajeKBaT-
HO OTBeYaeT Ha BOMNPOChbl. A3bIK 06/0XeH. TemnepaTypa
36,5°C. KoxXHble MOKPOBbI U CNN3UCTbIE OGOSTIOYKM MKENTYLL-
Hbl, Ha KOXKe BEPXHeW 4acTu TyN0BHULLa — TeNeaHrMaKTa3uu;
BbiiBfieHa 3puTema nafoHen. MMBOT yBeNMYEH 3a cYeT
aCLUTHOM XMAKOCTU. OTEKM HUMHKUX KOHEYHOCTeN. [paHuLa
N1IeBOro XenyaoyKa cepalua paclimpeHa. AptepuanbHoe aB-
nexHue (A) 160/95 MM pT. CT., HacToTa CEPAEUHbIX COKpalLe-
Hui (HCC) 90, Nynbc PUTMUYHBIN.

O6wunn aHanu3 Kposu: Hb 108 r/n; apuTpouuTbl
4,0x10%2/n, neitkounTsl 4,8 X1012/n; CO3 35 Mm/4.



buoxumumyeckoe uccrnegoBaHuMe KpoBu: O6OLWMK BUNKU-

py6uH 7,1 mr%; rnioko3a 80 mr%; KETOHOBbIE Tefa Bbile
HOPMbI; COAEeprKaHWe MOYEBUHbI CHUKEHO; MPOTPOMOMU-
HOBbI WHAEKC MOHWXEH; aKTUBHOCTb XOJIMHACTEPaA3bI
CHUXeHa.

ABCTPanmMmUCKUIM aHTUTEH HE OBHAapPYKEH.

BOMPOCbLI

KaKoBbl MexaHW3Mbl Pa3BUTUA WU3MEHEHUN KOMHbIX
COCy0OB M CTOMKOM apuTembl NagoHen y K.? Kakue elle
CUMMNTOMbI OBYCNOBJIEHbI 3TUM e abPEeKTOM?

KaKoBbl MPUYMHBI MOPTaSbHON MMNEPTEH3UK U acuuTa?
KaKkoBa posib acuuTa BO BTOPUYHbIX HapylweHUsax GyHK-
LM opraHuama?

Ectb nn y K. Npu3HaKM MNeYEeHOYHOW HegocTaTou-
HOCTM? Ecnn ga, TO KakMe M KaKoB MexXxaHW3M WuX
pasBuTmna?

EcTb N1 ocHoBaHua gonyckatb y K. caxapHbii gnabet/
OCTPbIM renatut/uuppo3 neyvyeHn? Ecnu pga/HeT, TO
noyemy?

TECTOBbLIE 3AAAHUSA K JIEKLIUMU [7]
lpumedaHme. (1) — B KpPYyrblX CKOOGKax psaoM € BOMpo-

CaMM YKa3aHO 4YM1C10 NpaBUJIbHbIX OTBETOB.

1.
1)

[Ans ne4eHO4YHOM KOMbI XapaKTepHbl: (4)

CHUXEHWe cofepxaHWs MOHOB aMMOHMS M aMMMuaka
B KPOBMU

NOBbILIEHNE COAEPKAHUS MOHOB aMMOHWMA U aMMUaKa
B KPOBMU

NOBbILLIEHNE COAEPKAHNA aMUHOKUCNOT B KPOBMU
CHUXEHWE coepKaHns aMUHOKUCIOT B KPOBMU
CHUXXEHWE cofepKaHns MOYEBUHbI B KPOBK U B MOYe
NOBbILLEHNE COAEPKAHNA MOYEBUHbBI B KPOBU 1 B MO4e
NoBbIlEHWE COAEepXKaHUa cBOOBOAHOro (HenpsaMoro) 6u-
NMpybuHa B KPOBM

NMOHWXXEHUE coaep)KaHua cBOOBOAHOro (HeEMPsSMOro) 6wm-
NMpybuHa B KPOBM

[Ans HapylweHUi 6eNKOBOro o6mMmeHa nNnpu Ne4eHO4YHOM
He0CTaTOYHOCTU XapaKTepHbl: (5)

YMEHbLUEHNE COAepKaHUA NPoTpoMOUHa 1 GUBpPUHOTre-
Ha B KpoBM

YMEHbLIEHNE COLEPIKaHUS aMMUaKa U MOHOB aMMOHUS
B KPOBMU

yBeMYeHe COofep)KaHUs aMMMaKa U MOHOB aMMOHUSA
B KPOBMU

YMEHbLUEHNE COAEPKAHUS MOYEBWHbI
B Moye

rMnoamuHoauMaemMmmns
rMnepnpoTemHemMus

ancnpotenHemus

rMnonpoTenHemMus

B KpOBW U

YpooGunuHypua HaGaogaetcsa npu xenrtyxe: (2)
remMOoIMTUYECKON

renaTtouensaspHoOn

MeXxaHW4yecKomn

BCEX, YKa3aHHbIX Bbllle

Henpsamon (cB0GOAHbLIN) GUAMPYOUH nNoOABAAETCH
B Mou4e npu xenrtyxe: (1)

MeXxaHW4yecKomn

renaTtouensaspHoOn

remMOoIMTUYECKON

OTCYTCTBYET NPU BCEX BbllLe NEPEYNUCTIEHHbIX

1)
2)
3)
4)
5)
6)
7)
8)

1)
2)
3)
4)
5)
6)
7)
8)

1)
2)
3)
4)
5)

8.
1)
2)
3)
4)

9.
1)
2)
3)
4)
5)
6)
7)

Mpu npeKpaweHnn Uimn cyLeCTBEHHOM YMEHbLUEHUHU
NOCTYN/IEHUA }Ke4Yu B KULLEeYHUK HaGaoaaloTes: (3)
yCUNEHNE MOTOPUKM KULLEYHUKA

ocnabneHne MOTOPUKK KULLIEYHUKa

yMeHblleHWe BcacbiBaHns ButammHoB A, D, E, K
YMEHbLUIEHWe BCcacblBaHUs BuTamuHoB By, B,, C
yCUEeHMe NPUCTEHOYHOIO pacLLENIEHUS KUPOB
YCUIEHWE THUEHUS BENTKOB B KULIEYHUKE

yCUNEeHME CEKPELMM NOAXKENYAOHYHON Kenesbl

yCUNeHWe aIMyNbrMpPoBaHUS }KUPOB

ToTanbHOW MEe4YeHOYHOW HeJOoCTAaTOYHOCTU CBOW-
CTBEHHbI: (5)

yBeNM4eHME COAEPIKaHNSA NPOTPOMOUHA B KPOBHM
TMNOrIMKEMUS HaTOLaK

rMNeprivMkeMmns HaTolak

rmnepounnpybuHemms

rMnonpoTenHemus

AMCNPOTENHEMMUS

rMNEPOHKUSA KPOBU

TMNOOHKMWS KPOBM

OgHMM M3 CcnNOCOGOB MpepoTBpalleHUs pa3BUTUSA
KOMbl NMPU NEe4YEeHOYHOW HeO0CTAaTOYHOCTU ABNSeTCH
orpaHuyeHue B guerte: (1)

yrneBoaoB

MpPOB

6enKoB

HUIKOCTH

conemn

[N ne4yeHOYHOW HeOCTaTOYHOCTU XapaKTepHbI: (3)
TUNOMIMKEMUS MPU ANUTENbHbIX GU3UYECKUX HarpysKkax
yCWUEeHHe [loKoOHeoreHesa

anMMeHTapHas runeprivkemms

TMNOMMUKEMUS HaToLlaK

[Ana xonemuu xapakrtepHbi: (4)
apTepuanbHasg rmnepTeHsus
apTepuanbHas rmnoTeH3uns
runopednekcus

6paguKapauns

runeppedneKcus

KOMHbIN 3yq

TaxmKkapamsa

10.4na axonuu xapaKTtepHbil: (5)

1)
2)
3)
4)
5)
6)
7)
8)

ycuneHue BcachbiBaHWsa BUTaMuHa K
MOHWMKEHWNE CBEPTLIBAEMOCTU KPOBY
MOBbILEHNE CBEPTLIBAEMOCTH KPOBU
KULIEeYHas ayTOMHTOKCHKALIMA
runeproarynaLus 6e/KoB Kposu
METE0PU3M

KpeaTopes

creatopest

11.Ana MeXxaHU4eCKOM KeNTyXu XapaKTepHbl: (5)

1)
2)

3)
4)

MOBbILEHWE COAEPKaHUA MPSAMOro (KOHbIOrMPOBaHHOI0)
6unnpybrHa B KpoBM

MOBbILEHWE COAEPKaHWUA HENpPSAMOro (HEKOHbLIOrMPO-
BaHHOro) 6unnpybuHa B KPOBU

nosiBjieHne NpsaMoro 6unmpyéuHa B mo4e

YMEeHbLUEHUE UM UCHE3HOBEHWE CTePKOBUAMHA B Kane
1 B MoYe

yBennyeHue cTeprkobuavHa B Kane u B Mmoye

xonemums

TaxuKkapaus

Opaavkapams
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12.AnA BbipaK€HHOW reMOJIMTUHECKON XKEeNTyXu Xapak-
TepHbl: (3)

1) noBbllEHWe coaepKaHMsa NPSIMOro 6unnpybuHa B KPOBKU

NOBbILIEHNE COAEPXKaHUS Henpsmoro 6unupybuHa B

KpOBM

nosiBieHMe NPSMoro 6unnpybuHa B moye

nosiBieHMe HeNpPsiMoro 6uanpybunHa B moye

nosiBieHMe ypobuamHoreHa B moye

yMeHbLUEHWE CTEPKOOUIMHOIEHa B MOYe U Kane

yBenMyeHne CTeEPKOBUIMHOreHa B MOYe M Kane

xonemus

LS

XJegL®

13.1n KJAMHUYECKU BbIPaX€HHOW NapeHXMMaTO3HOW
}eNTyXu CBOUCTBEHHbI: (5)

NoBbIWEHWE COAEPKaHUA NPAMOro 6unnpybrHa B KPOBM
MOBbILWEHWE COAEPKAHNUS HENPSAMOro 6UIMpybrHa B KPOBU
nosiBieHMe NPSMoro 6unnpybuHa B moye

nosiBieHMe HeNpsiMoro 6unnpybunHa B moye
YMEHbLUIEHWE CTEPKOOUIMHOrEHa B Kajie U B MOYe
yBenmMyeHne CTepKOGUIMHOreHa B Kane 1 B Moye
xonemus

JogrsonE

14.MosBneHue B KPOBU MEYEHOYHbIX TpaHCaMWHa3
XapaKTepHo ans Xxentyxu: (1)

Ne4YeHOYHO-KIETOYHOM

reMoMTUYECKON

3H3MMOMNATUYECKON

nto6oro TMna

dochopopraHn4ecKkne coeamHeHns
YeTbIPEXXSTOPUCTLIN yrnepos
MbILLbSKOBUCTbIE COeANHEHNS
opraHu4yeckue pactBopuTenm
[IBYOKMCb yrnepoaa

3TaHoN

CTPUXHUH

a-AUHUTPODEHON

16.MopTanbHas runepTeH3nsa MoXKeT BO3HUKHYTb BC/ef-
cTBMe: (2)

1) NeBOXenyao4YKOBOM CepAevHOM HeJoCTaTOHHOCTH

2) NpaBOXenygo4yKOBOW CEPAEYHON HeAOCTaTOYHOCTH

3) HanoXeHus NOPTOKaBalbHOrO aHacToMO3a

4) uuMppo3a nevyexu

5) runosonemuu

17.UmMppo3 neyeHUM Yawe nMNPUMBOAUT K pas3BUTUIO
KOoMbI: (1)

1) ne4yeHOYHO-KNETOYHOro TMNa

2) 3H3MMONaTUYECKOro Tuna

3) LWyHTOBOrO THMNa

18.06pa3oBaHue acuuTa Npu LLMppo3e neYyeHn oGycoB-
neHo: (3)

runoanbbyMmuHemuen

runepanbbyMmMHemMuen

BTOPMYHbBIM rMnepanbaoCcTeEPOHU3MOM
rmnosutammnHosom A, D, E, K

rmnepdubpUHOreHeM1en

nopTanbHOM rMNepTeH3Men

Qo0 E

19.Kakue coeguHeHUs o6nafaloT BbipaXK€HHbIM TOKCHU-
YeCKUM AelNCTBUEM Ha OpraHu3m: (2)

1) 6unMpybuH NPSMOKN (KOHBIOrMPOBaHHbIN)

2) 6UIUPYOUH HENPSMOM (HEKOHBIOTMPOBAHHbIN)

3) KenyHble KUCNOTbl

4) ypoBGuUInHOreH
5) cTepKobunmMHoreH

20.B KMHUYECKHU BbIpa*K€HHOW CTafUMU KeNTyXU neye-
HOYHO-KJIETOYHOIr0o TUNa B KPOBU U B MO4e ucyesaeT
YPOOUJIMHOreH, noTomy 4Tto: (1)

1) HOpManu3ylTcs 3axBaT M pas3pylleHne ypobuanHoreHa
renatouuTamm

2) HapylwaeTcs BblaeneHne 6unmpybunHa B KULWEYHMK

3) yxyAwaeTtcs BcacbiBaHME YPOOUIMHOTEHA B KULLEYHUKE

21.Bbpaaukapauio npu xoaemMuu Bbi3biBaloT: (2)

1) aKTMBauuMsa napacMMnaTUYeCKUX BAUSHUI Ha cepaue

2) 6noKaga NpoBeAeHWUs UMIMY/bCa MO HOXKaM ny4vka [Mca

3) npsimoe OENCTBME KEN4YHbIX KUCAOT Ha CUHYCHO-Npea-
cepaHbIn y3en

4) aKTMBauus MexaHM3ma MOBTOPHOro BXoAa WMMynbca
B CMHYCHO-NpeacepAHbIN y3en

22.4Ana MexXxaHU4YeCKOM XEeNTyXu XxapaKTepHbl: (4)
1) noHuxeHue AL

2) nosbiweHne ALl

3) MOHWMKEeHUEe CBePTbIBAEMOCTU KPOBH
4) 6paguKapaus

5) TaxuKkapaus

6) xonemus

OTBETbI K K/IMHUKO-JIABOPATOPHbLIM 3A[JAYAM

3apaval

3aK4yeHne: napeHxumarto3dHasa (NeYyeHOYHO-KIEeTou-
Has) xentyxa (0 4YemM CBUAETENbCTBYET HanMyne B KPOBMU
AJIT n ACT), ctagus | (06Hapy*KeH YpOOGUINH B KPOBU U MOYe,
B HOPME He BbISIBASEMbIN PYTUHHLIMW METOAaMW KIAWHUYE-
CKMUX nabopaTopuit).

3apava 2

3aK4yeHne: napeHxumarto3dHasa (NeYyeHOYHO-KIEeTou-
Has) KenTyxa (Hanuuune B Kposu AJIT n ACT); ctagusa Il (nme-
€TCA XONEMUS U axonus).

3apavya 3
3akntoyeHure: 06TypaLnoHHas (NoanedYeHoYHas) KenTyxa
(MMeeTcsa xonemusi, OTCYTCTBYIOT KOMMOHEHTbI }KeN4n B Kane).

3apavya 4

3aKa4yeHre: reMonuMTmyecKasa Xentyxa [yBenuyeHue
B CBSA3M C reMOSIM30M 3PUTPOLIUTOB YPOBHS KEMYHbIX MUT-
MEHTOB B KpOBM (6UnnpyburHa, ypobunnHa, CTepKkobunumHa),
Moye (YypobununHa, CTepKobWIMHA), SKCKPEMEHTaX (CTEpKO-
6unuHa)l.

BAPUAHTbI OTBETOB K CUTYALIUOHHbIM 3AJAYAM
K 3apaue 1

1. Y C. B CBAA3K C HapylleHneMm xenvyeobpasoBaTe/ibHOM
W KenyeBblaenutenbHon GyHKUMM nedveHu HabngatT-
csl AMcnenTUYecKne paccTpomcTBa (TOWHOTa, OTPbIKKA,
pBOTa, CyXOCTb BO PTY, HEYCTOMYMBbIN CTY/l, METEOPU3M).

2. XentywHoe OKpalWBaHWE KOXW MOXKET He COMpoBO-
OATbCSH KOXHbIM 3yAoM. JTO Habnogaercs B TeX Chy-
yasix, Korga HapyleHue obMeHa 6unmMpybuHa He coye-
TaeTcs C HapylweHWeMm KenyeBblaenutenbHon GyHKuuu
neyeHu (Hanpumep, NP1 3H3UMOMNATUYECKUX U TEMONN-
TUYECKUX KENTyxax).

3. [a, otaenbHble AUCrNenTUYEeCKMe pacCTPONCTBa, KeNTyxa,
yBennyYeH1e nevyeHn Becbma 4acto B3aMMOCBA3aHbl, Kak



M B AaHHOM cny4ae. [puYrMHOMN 3TOro ABASeTCs nopaxe-
HWE MevyeHu, COMPOBOXKAAOLLIEECS HapylleHWeM B Hen
NPOLLECCOB Ken4eobpa30BaHUS U KeNnyYeBblaeNeHus.
MpAMbIX NPU3HAKOB HapylleHus PyHKUMKU nedeHun y C.
HeT. Bce oCHOBHble GYHKLUMOHaNbHbIE MOKasaTenn ee
B HOpME, 3a UCKOYEHNEM MOBbIWEHHOIO YPOBHS 06Le-
ro 6unupybuHa. lenatonneHanbHbIM CUHAPOM MW XKen-
TYWHOCTb MOrYyT ObITb KaK NpW MopaxKeHWM NeyveHu, Tak
W npu gpyrux dopmax natonoruu (Hanpumep, Npu remo-
JIMTUYECKOM aHEMMUM UM OMYXONSX ABEHAALATUNEPCTHOM
KULLKM.

[ns yTOYHEHUS 3aKI0YEHMS O MATONOMMYEeCKOM npoLiec-

ce y C. He06X0AMMbl aHann3bl KPOBM U MOYM, a TaKKe

ynbTpa3BykoBoe wuccnegosaHue (Y3M) nedveHu. Takue

[aHHble 6bln NoMyYeHbl:

e QaHanu3 Kposu: a) Hb 92 r/n, aputpouutbl —
3,15%10%2/n, petukynouutsl — 15%; 6) Ma30K
KPOBW: aHU30LMTO3, MOMKUIOLMTO3, MUKPOLIUTOS,
chepoLmTos; B) OCMOTUYECKAs PE3UCTEHTHOCTb 3PU-
TPOLMTOB CHUMKEHA;

*  OUOXMMWYECKUIN aHaIM3 KPOBU: NPsSMoOn GUNNPYOGUH
0,25 mr%, ACT, ANIT 12 ME; xonnHacTepa3a B HOPME;

e aHanmM3 Mmo4u: o6bem 1450 mn, ya. Bec 1,028, uget

TEMHbIW; GENOK, INIOKo3a — HET; peakuus Ha Hb
NONOXNUTENbHAA, KeNyHble MUIrMeHTbl (YPOBUIUHO-
reH) — HeT.

e Y3U nevyeHu: HEe3HAYUTENbHO YBEMYEHA, XKeN4YHbin
ny3blpb 6€3 0COGEHHOCTEN, MPU3HAKOB XosecTasa
HeT.

C y4eTOM [JOMNONAHUTENbHbIX AaHHbIX €CTb OCHOBAHMS YT-

BepAaaTb, 4TO GYHKLIMM NMEYEHU CYLWLECTBEHHO HE Hapy-

WweHbl. MnepbunnpybuHemua obycnoBfieHa yBENNYEHHU-

€M YPOBHS HEMNPSMOro 6UnnpybuHa; roKypoHU3aLmen

61nnpybuHa, ero BolBEAEHUEM B XKeN4yb, XOTH NPU 3TOM

TpaHchopmaLunsa ypobunnHoreHa He HapyuweHa. Coxpa-

HeHbl M Apyrve GYHKUMKW NeYeHu: cUHTe3 6enKka, Xonu-

H3CcTepasbl; yHacTMe B o6MeHe yrneBoaoB. HopmMasbHbIN

ypOBEHb NeYeHOYHbIX GEPMEHTOB B KPOBM, HOPMasibHas

nevkorpammMa 1 CO3 nNo3BoASAOT UCKIOYUTL NOBPEXKIE-

HWS renaToumToB.

Y C. Hagne4yeHo4YHas (reMofiMTu4ecKas) entyxa. 3to noa-

TBEPXKAAETCA HAIMYUEM YMEPEHHOM HOPMOXPOMHOM aHe-

MUKW TMNeppereHepaTopHoOro Tvna, Bbi3BaHHOM reMonu-

30M 3pPUTPOLUTOB. ECTb OCHOBaHMUS CYUTaTb, YTO aHEMUS

y C. reMofIMTU4ecKoro reHesa. [JokasatenbCTBOM 3TOMY

CNy)KaT HW3Kas OCMOTMYeCcKas Pe3UCTEHTHOCTb 3PUTPO-

uMTOB, Hannyne Hb B Moye, 06HapyKeHne B Ma3Ke KpoBK

aHM30UMUTO3a, NOMKUIOUMTO3a, MUKPOLMTO3a, chepoLu-

T03a. COBOKYMHOCTb FEMaTONOMMYECKMX U KIMHUYECKKX

NPM3HaKOB MO3BONSET CAeNaTh 3aK0YEHNE O Pas3BUTUM

y C. reMofIMTU4YEeCKON HacneaCTBEHHON aHEMUN.

K sapaue 2

dputema najoHen Bbl3BaHa WM3MEHEHWEM CTPYKTYpbl
CTEHOK MWKPOCOCYAOB, B TOM 4MCNe C pacluMpeHuem
Kanunnspos, YyTONWEHNEM aABEHTULMM BEHYN U CYXKEHM-
€M WX NpocBeTa (TeneaHrnakrasnm). CTpyKTypHble nsame-
HeHWst 06yCNOBJIEHbl B OCHOBHOM U36bITKOM 3CTPOreHOB.
O6bI4HO 3TU CMMMNTOMbI MOSIBASIOTCS MNPU AUCTpOdUYe-
CKMX NOParKeHUSX MevyeHu, T. K. renaToumTbl yTpaymBatoT
CMOCOBGHOCTb MHAKTUBUPOBATb CTEPOUAHbLIE FOPMOHbI.

2. TpuynHaMn nopTanbHOW FMMNEPTEH3UM M acuuTa ABASA-

I0TCA: @) ANUTeNbHOE MOBbIWEHWE CUCTEMHOIO BEHO3-
HOrO AaBNEHMS MPU MPaBOXKENYAOYKOBOW HefoCTaTou-
HOCTM cepaua. BeHO3HOe MOMHOKPOBME NeyvyeHn Beget
K AUCTPOPUYECKMM M3MEHEHUSM B HEW U OECTPYKLUK
CTEHOK MMKPOCOCYZOB B CBSI3W C pa3BUTMEM CKIepo3a
neyeHu (umpposa); 6) npsaMoe noparKeHue napeHxmmbl
neyeHu (BUMPYyCHOE, TOKCMYECKOE, anKorosibHOE), 3aBep-
Wwatouieecss AeCTPYKUMER 3HAYMTENbHOro KofMyecTBa
renaTtounToB U PasBUTUEM LIMPPO3a NeveHn. ITo genaet
HEBO3MOXHbIM HOPMasbHOE NMPOXOXKAEHWE KPOBUM Yepes
neYyeHoYHble Kanunnsapbl, 4TO MPUBOAWUT K BEHO3HOM
rMNepeMmnn B CTEHKAX KMULIEYHMKA. HapyleHue TpaHc-
KanunnsapHoro o6mMeHa 06yCNoBAMBAET BbIXOJ XUOKOCTH
M3 MUKPOCOCYAOB M HaKomnaeHue ee B 6GPIOLWHON NONOCTH
(pasBuTHe acuuta). BropmyHble nocneactBua pasBUTUSA
acuuTa 3akK/1i4valoTcs B YMEHblUEHMM obuero obbema
LMPKYMPYIOLWEN KPOBK (TMNOBONIEMUS), MEXAHUYECKOM
cOaB/ieHUM OpraHoB GPIOLWHOM NO0CTHU, POPMUPOBaHUMK
NOpTOKaBa/ilbHbIX aHACTOMO30B (BCMeAcTBME MopTalb-
HOW FMNEPTEH3UN).

[a, y K. ecTb TUNU4YHbIE NPU3HAKM NEYEHOYHON Heno-
CTaTOYHOCTU: HapylweHne 6en1KoBOro obmMeHa (runoasb-
6YyMUHEMMUS, TUMNOOHKWUS KPOBWM, OHKOTUYECKUE OTEKMW);
MOHWXEHWE YPOBHSA MNPOTPOMOMHa (HapylleHue cBep-
TbIBAEMOCTU KPOBW); CHUMKEHUE CUHTE3a XONecTepuHa
W XONMHICTEPaA3bl; HU3KWUIA YPOBEHb MOYEBWUHbI B KPO-
BW; MNOBbIWEHWE codepxKaHua O6unupybuHa (npsmoro
M HEMpsIMOro) B KPOBW; HajMyMe KOMMEHCUPOBAHHOIO
HerasoBoro auuao3sa.

CaxapHbli gvabeTr y K. MOXHO WMCKIOYUTb, T.K. HET
HW OAHOrO ero KapauvHanbHOro Npu3HaKka. BospactaHue
YPOBHSI KETOHOBbIX Te/l 06YCNOBMEHO HapylweHUeM WX
MeTabo/iM3Ma B MeYEeHOYHbIX KieTKax. MOXHO WCKIo-
YUTb TaKXe W OCTpbln renatuT: y K. HeT nuxopanku
W nemkountosa. B To ke Bpems B HalIW4MuM NPU3HaKK
NOBPEKAEHNSA MEYEHOUYHbIX KIETOK HEBOCMANWUTENbHOIO
XapaKtepa: yBenuM4yeHUe U YMJAOTHEHWE MeyYeHu, pac-
LUMPEHME BOPOTHOM BEHbI, BEH MULLEBOAA, CHUXEHME
6apbepHOn GYHKLMK NEYEHU, YTO TUMUYHO A8 UMppo3a
neyeHu. B Lenom, yuuTblBas U HEBPOSIOTMYECKUE U3ME-
HEHWS, eCTb OCHOBAHWS rOBOPWUTL O pa3BuTUK y K. npe-
KOMaTO3HOro COCTOSIHUS.

OTBETbI K TECTOBbIM 3AAAHUAM

1—2,357 | 2—1,34,7,8 3—1,2
414 5—2 3,6 6—2,4,56,8
7—3 8—1,34 923,46

10 — 2,4, 6, 11— 1,3, 4,

78 6.8 122,57
13— 1,2 3, 15— 1,2 3,
5,7 14—1 4,6
16 — 2,4 17 —3 18— 1,3,6
19 —2,3 20 —2 21—1,3

22 —-1,3,4,6
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PavmoHanbHOE MCnosib30BaHUE aHTUBaKTepHasbHbIX NpPenapaToB y AeTek nogpa3yMeBaeT afeKBaTHbIM BbI60P HEOBX0AM-
MOro J1eKapCTBEHHOIro CPE/CTBA, PEXUMa €ero 03UPOoBaHUS U MPOAOIIKUTE/IbHOCTU JIEHEHUS C LIE/bI0 JOCTMIKEHUS] MaK-
cUMasbHOM 3pPEKTUBHOCTU U MUHUMMUIALIMU TOKCUYECKMX 3PPEKTOB. KpUTnyeckoe 3HavyeHne A58 ONTuMu3aLmm pexmma
J1031POBaHNs UMEET 3HaHUe papMaKOKMHETUYECKOro U papMaKoAMHaAMMUYECKOro npoduis aHTMbaKTepuaabHoro npena-
pata. CTpaterus MHAMBUYa/IbHOro BblGopa PeXnmMa A03MPOBaHUSI C y4ETOM MPUHLMIOB GapMaKOKUHETUKM U dapMaKo-
AMHAMUKKU MOXKET BbITb 0COGEHHO 3PEKTUBHA Y NAaLMEHTOB C OXXUAAEMO UBMEHEHHBLIMU NapameTpamm papMaKOKMHETUKN
M NpU MHOEKLMSAX, BbI3BBaHHbIX LUTAMMaMu 6aKTepuii ¢ HU3KOM YyBCTBUTE/IbHOCTbIO K @aHTMOMOTMKaM. B 0630pe M3/10KeHbI
COBPEMEHHbIE NPeCTaBAEHUS O MoKa3aTensax papMaKOKMHETUHECKOro U papMaKoOaMHAMUYECKOro nNpopuas aHTubaxTe-
puanbHbIX NpenapaTtoB, HAMGOEE YacTo MCMOIb3YEMbIX B MEANATPUM, N UX CBS3M C KITMHUYECKON 3)PEKTUBHOCTLIO MPOBO-
AMMOM Tepanmm.

KniouyeBblie cnoBa: 1eTv, aHTUOMOTUKU, papMaKOKMHETUKA, papMaKoaMHaMUKa, 03MpoBaHNe, PE3UCTEHTHOCTb.

(Ana yutnpoBaHus: JazapeBa H.b., LUux E.B., Apo3gos B.H., Pe6poBa E.B. KnnHuKo-dbapmaKonornieckne noaxoasbl
K ONTUMKU3aLMKN PEXMMa LO3MPOBaHNS aHTMGaKTepPMabHbIX NPenapaToB B NneanaTpun. Bonpocsi COBpeMEHHOM neanaTpuu.
2018; 17 (1): 54-60. doi: 10.15690/vsp.v17i1.1855)

BBEAEHMUE

AHTMOMOTUKM ABNAIOTCA OOAHMM M3 Haubonee 4acto Ha-
3HaYaeMmbIX B NeAnaTpmUM KIaccoB IEKaPCTBEHHbIX CPEACTB.
B yacTHOCTH, B amBynaTopHOM NpaKTUKe aHTUOUOTUKM BbIMn-
CblBalOTCS MpU Kaxaom natom obpauweHun [1]. TMpu cTa-
LMOHAPHOM fle4eHUn aHTUOMOTMKM nonydatoT okono 40%
rocnuTanna3npoBaHHbiX aeten [2]. PauuoHanbHOe WMCnosb-
30BaHWe aHTUbGaKTepuanbHbIX NpenapaTtoB y AeTen BKIO-

YaeT aJeKBaTHbI BblI6OP HEOBXOAMMOrO JIEKAPCTBEHHOIO
CpPeAcTBa, pexuma ero 4o3MpoBaHMsa 1 NPOJOIHKUTENBHOCTH
NIEYEHUS C LEeNblo JOCTUKEHUSS MaKcMManbHON 3ddeKTUB-
HOCTM U MMHUMMU3aLIMK TOKCUYECKMX 3DDEKTOB.

Bonee 100 neT Has3apg AokTop Abpaxam FKOGW, OCHO-
BOMOJIOXHUK aMepMKaHCKOW neanatpuun, noadyepkuBas
Heo6XxoaAMMOCTb 0CO60ro Noaxoaa K papmMakoTepanuu y ae-
Ten, nucan: «flegnatpus UMeEET AeN0 He C «MajiEHbKUMU»

Natal'ya B. Lazareva, Evgeniya V. Chikh, Vladimir N. Drozdov, Ekaterina V. Rebrova
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Clinical and Pharmacological Approaches to Optimize
the Dosing Regimen of Antibacterial Drugs in Pediatrics

The rational use of antibacterial drugs in children implies an adequate choice of the necessary medication, its dosing regimen, and
the duration of treatment in order to achieve maximum efficacy and minimize toxic effects. The knowledge of pharmacokinetic and
pharmacodynamic profiles of the antibacterial drug plays a crucial role for optimizing the dosing regimen. The strategy of individual
choice of the dosing regimen, taking into account the principles of pharmacokinetics and pharmacodynamics, can be especially
effective in patients with the expectedly changed parameters of pharmacokinetics and in infections caused by bacteria strains with low
sensitivity to antibiotics. The review presents a contemporary view of pharmacokinetic and pharmacodynamic profiles of antibacterial
drugs most commonly used in pediatrics and their relationship to the clinical efficacy of the administered therapy.
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MYXXYUHaMK U KEHWMHaAMK, 419 KOTOpbIX TpebyeTcs «Mexa-
HUYEecKoe» CHWKeHune pao3bl» [3]. U pencTBuTENbHO, NpU
BblObOpe aHTMGaKTepuanbHOro npenapara M pexuma ero
[1031UPOBaHNA y AeTen HeOOX0AMMO ONMpaTbCcs Ha BO3pacT-
Hble XapaKTepPUCTUKKM (GapMaKOKMHETUYECKMX MNPOLECCOB,
y4uTbiBaTb CTENeHb 3PEesiocTU CUCTeM pacrnpepeneHus,
MeTabonm3ma v BblBEAEHUS NeKapCTBEHHOMO BellecTBa [4].
Kpome Toro, B neguaTtpum oco6oe BHUMaHWe Heo6XOAMMO
yaenuTb GapmakoTepanuu naumeHToB C TKEeNbIMU MHbEK-
UMAMKU, MYKOBMCLMAO30M, UMMYHOKOMMPOMETUPOBAHHbLIM
60nbHbIM (BNY-MHbEKLMS, OHKONOrMYecKkne 3abonieBaHus,
B T.4. reM0o61acTo3bl, TPaHCNIaHTaUmMa CONUAHbIX OpraHoB
WX CTBOJNOBbIX KIETOK, acryieHus, BPOXAEHHbIe UMMYHOe-
GUUATBI), KOraa cTaHAapTHbIE PEXMMbI aHTMOaKTepUanbHOM
Tepanuu MoryT 6biTb HeadbeKTUBHbIMU. TaKne nauueHThb
TpebyloT NepcoHanM3npPoBaHHbIX MOAXOA0B K NpoBeAeHMUIO
aHTMGaKTepuanbHOM Tepanuun. KputuyecKkyto ponb Ans ontu-
MMU3aLMKU peXxuma [LO3UpoBaHUsA MmeeT MoHMMaHue dap-
MaKOKMHETUYECKOro M dapMakognHaMUYecKoro npoduns
Ha3HavyaeMoro aHTMbaKTepuanbHOro npenapaTa.

GAPMAKOKMHETUYECKUHA

U ®APMAKOAUHAMUMUYECKUHA

nPO®UJ/Ib AHTUBUOTUKOB

[na aHTMOMOTMKOB, B OT/IMYME OT APYruX rpynn fnekap-
CTBEHHbIX CPEACTB, CNOXHEE ONpefenTb KOpPensaumio Mex-
[y KOHLEHTpaLuMen neKapCTBEHHOro npenapara B nnasme
KPOBW WM TKaHSAX OpraHn3mMa U KIMHUMYECKUM 3DPEKTOM.
O3dDEKTUBHOCTL aHTMOaKTEPUANbHOIO MNpenapaTta onpeae-
N9eTca 3HaYeHUeM MWHWMaNIbHOW MNOAaBAAOWEN KOHLEH-
Tpauuun (MMNK) — HauMMeHblen KOHLUEeHTpauum aHTUOUOTU-
Ka, CNoco6HOM NoAaBuTb BUAMMBIM POCT MUKPOOPraHM3ma
B YCNoBUSX in vitro. Npu pa3BuTMK MHPEKLIMOHHOTO NpoLiecca
B OpraHu3Me 4enoseka Ha dapMaKoLUWHaAMUKYy aHTUOaK-
TepuanbHbIX CPEACTB MOryT OKa3blBaTb BAWSIHWE Cheaylo-
e paKtopbl: NoKanusaums MHGeKumu, pH cpeabl B mecte
MHOEKUMU, BENUYMHA MUKPOBHOM Harpysku [5, 6]. B aton
CBA3M NpPU oleHKe 3QDEKTUBHOCTU aHTUOaKTepuanbHbIX
npenapaToB B YCNOBMAX iN VIVO OPUEHTUPYIOTCA Ha TaKue

dapMaKOKMHETUYECKNE NapaMEeTPbl, KaK OTHOWEHWE MaKCK-
ManbHOM (MMKOBOK) KOHUeHTpauun K MMK (C,,,/MIK), oTHo-
leHne nnouwaan noa dapMakoKMHETUYECKOM KpuBon K MIMK
(AUCy_54/MTIK) 1 Bpems, B Te4eHWe KOTOPOro KOHLEHTpaLms
npenapata B nna3me kKposu npesbiwaet MIMK (T > MIMK) [7].

B cooTBeTcTBMM C MEXaHM3MOM MNPOTUBOMUKPOBHOM
aKTMBHOCTM BCe aHTWbGaKTepuanbHble npenapatbl MOXHO
pasgenntb Ha TpU Kateropuu (Tabn.). AHTMGaKTepuanbHas
AKTMBHOCTb NEPBOW rpynnbl NpenapaToB 3aBUCUT OT KOHLIEH-
Tpauun U NoCcTaHTMOMOTUYECKOro adpdeKTa (BpemeHHoe npe-
KpallleHWe pa3MHOXEHUS MUKPOOPraHM3MOB B CPaBHEHUU
C KOHTPONbHOW MONyNsiLMeEn, CoAePKaLLEN TaKoe e YUCNOo
MWUKPOOPraHM3mMoB, MOC/Ee OrpaHWYeHHOro nepuoga BO3-
OenCcTBUSA aHTUOMOTUKA). AHTMOaKTepuasbHash aKTMBHOCTb
BTOPOW TPpynnbl NpenapaToB 3aBUCKT OT MPOAOIKUTENbHO-
CTW aencTBus. B TpeTben rpynne akTMBHOCTb aHTMOUOTUKOB
onpeaenseTcs Kak MpPoAO/IKUTENbHOCTbIO EMCTBUSA npena-
paTa, Tak M ero KoOHUEeHTpaLumen.

AHTUGaKTepHuabHble Npenaparbl, aKTUBHOCTb

KOTOPbIX 3aBUCUT OT KOHLEHTpaLum

B NJla3mMe U NoCTaHTUOMOTUYECKOrO AENCTBUA

AHTMGaKTEpPUanbHble MpenapaTtbl, aKTUBHOCTb KOTOPbIX
3aBWUCUT OT KOHLEHTPALMKM B Niasme M NOCTaHTMOMOTUYe-
CKOro [OEWCTBUS, AEMOHCTPUPYIOT MaKCUMasbHylO 3ddeK-
TUBHOCTb MPWU AOCTUMEHUU BbICOKMUX KOHLEHTpauun, obe-
crneynBas BO3MOXHOCTb YBESIMYEHUST MHTEPBANOB MeXay
BBeaeHusmu [10]. Cpean aHTMOMOTMKOB 3TOW Fpynnbl B Neau-
aTpun Hanbosiee 4acTo NPUMEHSIOTCS aMUHOMMKO3KabI [1].

AMHHOIMIMKO3UAbI

AMWHOINIMKO3UAbI WUCMONb3YTCHd B NeauaTpuyeckon
npaKkTUKe Ha npoTsxKeHun 6onee 60 net. Hanbonee wmay-
YEeHHbIM B [AETCKOW MNpaKTUKe npeacraBUTenemM OaHHOM
rpynnbl SBASieTCA reHTaMuumMH. baKktepuuuaHoe aencreue
aMWHOMMMKO3WAOB OCYLWEeCTBASETCA 3a cyeT 06pa3oBaHusA
KOBa/NEHTHbIX CBSA3eN ¢ 6enKkaMn 6aKTepuanbHbIX pUO0OCOM
W HapyLweHWa UX CUHTe3a, a CTENEeHb X aKTMBHOCTW 3aBUCUT
OT MaKCMMasibHOM (MMKOBOM) KOHLIEHTpaLMKU B CbIBOPOTKE

Ta6nuua. MexaHW3Mbl MPOTUBOMUKPOBHOM aKTUBHOCTH, CBA3aHHbIE C GapMaKOKUHETUKON U dapMaKOANHAMUKON aHTMGaKTEpPUanbHbIX

npenapaTtos [8, 9]

Table. Mechanisms of antimicrobial activity associated with pharmacokinetics and pharmacodynamics of antibacterial drugs [8, 9]

XapaKtepucTuKa Mpynna @K u ®[1 napameTpbl Llenb npu BbiGOpe pexxuma
NPOTUBOMUKPOGHOW aKTUBHOCTU AHTUOGMOTUKOB apPpeKTUBHOCTH AO03UpPOBaHUA
AMUHOTNNKO3UAbI
AHTMGaKTepuanbHas akTMBHOCTb DTOPXMHONOHBI
P P Cnax / MIMK YBenn4eHne KoHLEeHTpaLmMm
3aBUCUT OT KOHLEHTpaL MK MeTpoHugazon
. AUCq_o4 / MIMK B MJ1a3me: NoBblIlEeHne [03bl
M MOCTaHTMOUOTUYECKOrO AENCTBUSA [JantomuumH
KeTtonuabl
AHTWGaKTepUanbHas akTMBHOCTb 3aBUCUT B-NakTambl YBENUYeHME NPOAOCIKUTENbHOCTH
OT NPOAOSIKUTENBHOCTU AENCTBUS. Kap6eneHemsl T> MK [encTBUN: yBeNn4YeHne
MocTaHTMGMOTUYECKOE iIeNCTBME A3TpeoHam NPOAOIKUTENBHOCTU UHDY3UK
MWUHWMaNbHOE WK OTCYTCTBYET SPUTPOMULMH WSIM YaCTOTbl HA3HaYeHUs
Makponuapl YBenuueHue nNpoaomKUTENbHOCTH
AHTMGaKTepranbHas aKTUBHOCTb 3aBUCUT .
. TeTpaunKuHbI LeVCTBUSA: yBENUYEHWE A03bl,
KaK OT NPOAOMIKNUTENbHOCTU AEUCTBUS,
MuKonenTtuap AUCy_o4/ MINK 4acToTbl BBEAEHNS
TaK M oT 4o3bl. [PonoHrMpoBaHHoE
. KnuHaamuumH WK NPOSOMIKMTENBHOCTH
NoCTaHTUGUOTUYECKOE AeCTBUE
Jlnnesonung MHOY3UK

Mpumeyanne. PK — dapmarokunHeTnka, Pl — dapmarognHammnka, Cp,,, — MaKCMManbHas KOHLEHTPaLIMS IeKapCTBEHHOrO BELLECTBa B Nna3me
Kposu, MINK — mMnHMManbHas nofasnsowas KoHueHtpauns, AUC,_o, — nnowaab nog dapMaKoKMHETMHECKO KPUBOK, XapaKTepuayloLas
CYMMapHYI0 KOHLIEHTPALIMIO IEKaPCTBEHHOMO BELLECTBa B NaasMe KPOBW B TEYEHUE BCEr0 BPEMEHW HabnoaeHus.

Note. ®K — pharmacokinetics, /] — pharmacodynamics, C,,,, — maximum drug concentration in the blood plasma, MIMK — minimum inhibitory
concentration, AUC,_,, — area under the pharmacokinetic curve, indicating the total drug concentration in the blood plasma during the whole

follow-up period.
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KpoBu [9]. R. Moore n coaBT. BNepBble onucann B3auMo-
CBAI3b MeXAy AOCTMXKEHMEM 61aronpuUATHONO KIMHUYECKOro
ncxoaay B3pocblX NaLneHToB ¢ MHOEKLMOHHBIM NMPOLLECCOM
rpamoTpuuaTtesbHoM Npupoabl U cootHoweHuem C.,. /MM =
8-10 [11]. JaHHbIH Anana3oH WUCMOb3yeTcs B KayecTBe
Luenesoro npu noabope WMHAMBUAyaNbHOrO peXMMa [LO3M-
poBaHusa y geten [12]. HecmoTps Ha TO, YTO B MHCTPYK-
UMSAX MO MeAMLMHCKOMY MNPUMEHEHUIO aMWHOIIMKO3UAO0B
TPaAMLIMOHHO 3HayaTCcs CYTOYHble MHOFOKPaTHbIE PEeXUMbI
[l03MPOBaHMS, ONTUMaSIbHBIMU CYUTAIOTCH CTPaTernn HasHa-
YEeHUS aMUHOINIMKO3MA0B B 60/bLLUMX 103aX C YBENNYEHHbBIMU
WMHTEpBanamu (oauvH pa3 B CyTku) [13-15]. Takue yBenu-
YEeHHble WMHTepBaNnbl AO3MPOBAHUA MMEIOT MpeumyliecTsa
B OTHOLWEHWU [O303aBUCMMOW aKTUBHOCTU aMWHOIIMKO3MK-
[10B, KJIMHWUYECKMU NPOSIBASIOWLENCH pa3BUTUEM CYLLECTBEH-
HOro NOCTaHTUBMOTUYECKOrO addeKTa, YyBEINYEHUEM aKTUB-
HOCTM nenKkoumutoB [16], MMHMMK3aLMEN OGaKTepuanbHOro
pocTa Mpu NageHWn KOHLEHTpaLMK aHTMOGMOTMKa B nnasme
HUXe ypoBHs MIMK [17]. lNMponoHrMpoBaHMe MHTEpPBanoB
MeXay BBeAEHUSIMM NpenapatoB aMUHOMMMKO3UAHOMO psaa
ABNAETCH 060CHOBAHHbLIM TaKXe U C TOYKM 3peHuns dapma-
KoanHamuyeckoro addeKkta, M3BECTHOrO Kak ajanTvBHas
PE3UCTEHTHOCTb, Korga GaKTepuu pas3BMBalOT o6GpaTumMoe
COMPOTUBNEHUE K [AEWUCTBUIO aHTUOMOTUKOB. YBenunyeHue
WHTEpPBana Mexay BBeAEHUSMU NO3BONSET NOMHOCTLIO yaa-
NNTb @aHTUOMOTMK M3 MnadMmbl, obecnevymB TaknuMm ob6pa3om
[lOCTaTOYHbIM BPEMEHHOM NPOMEXYTOK AN BOCCTaHOB/IEHUS
6aKTeEpPUAMM HYYBCTBUTENIbHOCTU U CHUMEHWUS PUCKA BOSHMK-
HOBEHUS OCNOXHEHUI, CBA3AHHbIX C PA3BUTUEM PE3UCTEHT-
HOCTU K aMWHOrNnMKosngam [18].

OnaceHua Bpayewn, CBA3aAHHble C pa3BUTMEM Hedpo-
M OTOTOKCMYHOCTU, CEPbE3HO OrpaHWyuMBaloT NPUMEHEHUE
@HTUOMOTUKOB rpynnbl aMUHOIIIMKO3MAOB B Tepanuun Taxe-
NIbIX UHDEKUMI, B TOM YMC/E BbI3BAHHbIX MONNPESUCTEHTHbI-
MU BO36yauTenamu. HedpoTokcmyeckne addeKTbl cBA3a-
Hbl C HAKOM/IEHWEM aMWHOIMMMKO3MA0B Hedpouutamum [19].
[MOoCTOSIHHbIE HEBbLICOKME KOHLUEHTPALMW aMUHOMIMKO3WUAO0B
B N1a3Me accoLmupytoTcs ¢ 601ee aKTUBHbIM HaKOMIeHUeEM
npenapatoB B MOYKax, YeM MPU UCNOSb30BAHUU BbICOKMX
[103, HO C YBENUYEHHbIM MHTepBanom [14]. OTOTOKCUMYHOCTb
aMWHOIIMKO3MAOB CBsA3aHa € NPOAYKLMeR CBOGOAHbIX paau-
KanoB KMCnopoaa, NoBPEXKAAIOLLIMX KOXIeapHble U BOOCKO-
Bble KNETKKN BecTubynsipHoro annapata [20]. OTOTOKCUYHOCTb
B 60/IbLUIMHCTBE Cy4yaeB aBseTcsd HeobpaTumon; HedpPoTOK-
CMYHOCTb, HanNpoTuB, B nogasnstolleM 60NbLIMHCTBE Clyya-
eB obpaTMMa, ofHaKo o6a No6oYHbIX addeKTa BeayT K Npo-
JIOHTMPOBAHMWIO CPOKOB rocnuTann3alunmn 1, Kak cneacTteume,
CyLLECTBEHHOMY YBENMYEeHUIO pacxodoB Ha nedveHue [21].
MHanBuayanusauma pexuma [03MPOBaHUS aMUHOIIMKO-
3140B C UCNOAb30BaHWEM GapMaKOKUHETUYECKUX AaHHbIX
CNOCOOBCTBYET 3HAYUTENbHOMY CHUXKEHUIO pPa3BUTUS Hedpo-
TOKCUYeCKMX abdeKToB [22].

Pexxum 0o3upoBaHMs aMUHOMIMKO3UI0B Y HEAOHOLLEH-
HblX JeTen OOKEH onpeaensiTbcs ¢ y4eToM dapMaKOKUHe-
TUYECKUX NapamMeTpoB aHTUOMOTUKa. C yYETOM CHUMKEHHOWM
GYHKUMKM NOYEeK y TaKux LeTen OXuiaembld nepuos BbiBe-
[leHns npenapaToB yBeNM4yMBaeTcs Cco CTaHAapTHbIX 2—3 4
fo 8-12 [23]. Takum 06pa3om, Mo HalweMy MHEHMIO, CTaH-
[ApTHbIA PEXMM O03UPOBAHUS C BbICOKOW [JONEN BeposaT-
HOCTM MOXET MPUBECTU K PA3BUTUIO TOKCUYECKUX IDDEKTOB
Yy HE[OHOLWEHHbIX AeTen. Y HEeOOHOLWEHHbIX AeTen TaKKe
HabnoAalTCs NMOHUXKEHHbIE NMUKOBbIE KOHLIEHTPauun amMu-
HOMMMKO3W0B BCNEACTBME YBENMYEHHOrO o6bema pacnpe-
[leNleHns (OTHOLEHWE 06LLEro COLEePIKaHUA NeKapPCTBEHHOMO
npenaparta B OpraHM3Me K ero CbiIBOPOTOYHOM KOHLIEHTpa-

umn, Vd), 4To yKasbiBaeT Ha HEO0BXOAMMOCTb MPUMEHEHUS
Y HE[IOHOLIEHHbIX eTeN BbICOKUX O3 aMUHOIIMKO3UA0B Npu
yBENMYEHHOM UHTepBane Jo3upoBaHus (24-48 v) [23].

Mpn “cnonb3oBaHUM FeHTaMULUMHA B JI@YEHUWU HEOHa-
TanbHOro cencuca Lenesas NMKoBas KOHLEHTpaL M 0 KHa
ObITb 6051ee 8—10 MKIr/MN MpU YyBCTBUTENIbHOCTU MUKPOOP-
raHnamoB K MIK meHee 1 MKr/mA, LeneBasi KOHLEHTpaLus
nepes BBeJeHMeM Kawou cneayloulen Lo3bl reHTaMULMHa
[onKHa coctaBnatb MeHee 0,5-1 mkr/mn [14]. OaHHbIA
npuMep OEMOHCTPUPYET BO3MOXHOCTM MepcoHanM3aumm
aHTMbGaKTepuanbHOW Tepanuu HeoHaTallbHOro cencuca
Ha OCHOBaHMW (GapMaKOKMHETMYECKOro npodunsa reHTa-
MuUMHa [14]. Bo MHOrmMx cnyyasix C Uefbto onpeaeneHuns
NMOCTOAHHOW KOHLIeHTpauuM NeKapCTBEHHOro npenapaTta
B nnasme (steady-state concentration) B3siTue KpoBKW npo-
BOASAT B MHTEpPBase Mexay BBeAeHWeM TPETbEN U YEeTBEPTOM
[03bl [24]. OgHaKo B c/lydyae aMWHOMMKO3WAOB 3ajepiKa
C ornpegenieHneM KOHUEHTpauun B Mnia3Me KPoBU MOXKET
NPUBECTU K OTCPOYKE U3MEHEHUS pexunMa AO3MPOBaHUA W,
KaK cnefcteue, pa3BUTUIO TOKCHMYECKMX adpdeKToB [25].

MaunMeHTbl ¢ MyKOBUCLIMAO30M TaKXKe MOryT UMeTb A0-
MOJIHUTENIbHYIO MOMb3y OT Ha3HaA4YeHWs aMUHOMIMKO3MAOB
B PEXMME C YBEJMYEHHbIMWU WHTEpBanamMu [LO3UPOBaHUSA
[26]. BbicOKME 003bl aMUHOMMKO3WI0B NOKa3aHbl MPKU MyKO-
BMCLMAO3e A9 60pbObl C rpaMoTpuLaTebHbIMU MWUKPO-
opraHu3mamu, B 4YacTHOCTM Pseudomonas aeruginosa, no
TpeM MpPUYUHAM: NOHUKEHHAs YyBCTBUTEIbHOCTb MUKPOOP-
raHM3MOB K aHTUOWMOTUKAM; NauMeHTbl C MyKOBMCLMAO30M
XapaKTepU3YIOTCA MOBbIWEHHbIMX MOKa3aTensamMmu obuero
KnupeHca (Cl) n o6bema pacnpegenexus (Vd), Bcneacrteme
4yero HyxgaloTcs B 60/1bLUNX 038X A/151 LOCTUMKEHNUS MUKOBbIX
KOHLeHTpaLui; 6osiee BbICOKME [03bl aHTUOMOTUKOB Tpe-
OyloTCs AN CO3[aHUS BbICOKMX KOHLIEHTPALMIM B IErOYHON
TKaHu [27]. YBenuyeHHble WHTepBanbl [O3MPOBaHWA Mpu
Ha3HaYeHMU BbICOKMX O3 aMWHOMIMKO3WAOB MNO3BOJSIOT
[OCTUYb BbICOKMX MUKOBbIX KOHLIEHTPaLMI U, KaK CleacTBue,
MaKcuManbHOn aGPEKTUBHOCTH, B TOM YMUCNE U NPU UHDULK-
pPOBaHMU MUKPOOPraHM3mMaMn C HU3KOM HYYBCTBUTEIbHOCTbIO
K aHTM6MoTMKaMm [28]. Ha aToM OCHOBaHUM AaHHas cTpaTte-
rmsg Oblna pekomeHaoBaHa POHAOM KUCTO3HOro Gubposa
(Cystic Fibrosis Foundation, CLLUA) kak npuopuTteTHas [29].

AHTMGaKTepuanbHbie NpenapaTtbl, aKTUBHOCTb

KOTOPbIX 3aBUCUT OT NMPOAO/IKUTENIbHOCTU AECTBUA

AHTMGaKTepuanbHble npenapartbl, aKTMBHOCTb KOTOPbIX
3aBUCUT OT MPOAOIKUTENbHOCTU AENUCTBUS, AEMOHCTPUPYIOT
MaKCUManbHyt0 3POEKTUBHOCTb MPU AIUTENIbHOW 3KCMNO3MK-
LMK B KOHUEHTpauusx, npesbiwatowmnx MK [30]. NMockonbky
TaKMe aHTMOUOTUKM He 06nafatoT BblpaXeHHbIM MOCTaHTUOMO-
TUYECKUM AENCTBUEM, BaKTepuasbHbIM POCT B o4yare UHEK-
LMK MOXKET HabnoaaTbCs HEMOCPEACTBEHHO MOC/e NajeHus
KOHUEeHTpauuu npenapata Huxe ypoHa MIK. JocTvxeHne
MaKCcUManbHOM 9GGEKTUBHOCTU AN JAHHOW KAaTEropuKn aHTK-
GaKTepuanbHbIX MpenapaTtoB BO3MOXHO MyTeM YBEUYEHMS
NPOAOIKUTENBHOCTU MHDY3UKU UM HaCTOTbl Ha3HaAYEHMS.

Beta-naktamabl

beTta-naktambl (NEHULMANUHDI, LiedanocnopuHbl, Kapoe-
NneHeMbl) 3a4acTylo UCMOMb3YITCS B NeANaTPUYECKON NpaK-
TUKe B KayecTBe npenapaToB NepBoro BbiGopa no npuyunHe
BbICOKOro npodunsg 6esonacHocTn. B KayectBe npuvmepoB
MCMNonb30BaHMA GapMaKOKMHETUYECKUX M dapMaKoauHa-
MWYECKUX MPUHLUMMOB C LEeNbld ONTMMM3aLUKM aHTUOMO-
TUKOTEpanunm MOXHO PacCMOTPETb OCTPbIA CPEAHUN OTUT U
6aKTeEpPMEMMUIO.



OCHOBHbIMM MUKpPOOPraHM3mMamiu, Bbi3bIBaIOWMMM OCT-
pbll CpeaHuUn OTWUT y AeTel U HOBOPOXKAEHHbLIX, SBASAIOT-
ca Streptococcus pneumoniae, Haemophilus influenzae w
Moraxella catarrhalis [31]. Pe3uncTeHTHOCTb S. pneumoniae
K B-naktamam MOXeT 6biTb MPeoAosieHa NyTeM yBENUYEeHUs
403bl aHTMbuoTKa. K npumepy, B uccnegosaHun P. Flume
M COaBT. YyBCTBUTENbHOCTb Hanbosee 4acTo BblAeNnsiemblX 30-
natoB S. pneumoniae coctasnana (MIMK) < 2 MKr/mn 4ns neHu-
LUWIMHA NPU BHYTPUBEHHOM BBefeHWH, < 0,06 MKr/Mn ans
NEHULMNAMHA NPY NepopanbHOM BBEAEHUN U MeHee 1 MKI/MN
ans uedanocnopuHOB (BHYTPUBEHHLIN NyTb) [29]. Takum 06pa-
30M, BEPOATHOCTb 3paanKaumnv Bo3byauTens (McHe3HOBEHUE
BO36yaMTENS B BUONOMMYECKUX HUOKOCTAX — MOKpPOTE, MoYe,
nnespanbHOM BbINOTE, KPOBWU, MPU MWUKPOBMONOrMYECKOM
nccnenoBaHun) coctaBut 80-85% npu T > MIMK 40-50%
n nopsgka 100% npu T > MIMK 60-70% [32]. Bbicokne o3bl
aMOKCULMIIMHA, Ha3HaYaeMble ABaX/bl B CYTKW, NMO3BONS-
0T JOCTMYb BbICOKOM KOHLIEHTPALMKM aHTUOMOTUKA B XKWA-
KOCTW CpPeAHEero yxa v npeofonieTb BO3MOXHYIO PE3UCTEHT-
HOCTb S. pneumoniae [33]. B aTo cBA3M peKoMeHA0BaHHbIN
PEXMM [03MPOBAHUSA NEeYeHUS MEHULMAIUHPESUCTEHTHbIX
dopm S. pneumoniae coctaBnsetr 75-90 Mr/Kr B cyTku [34].
OAHOKpaTHOE BHYTPMMbILWEYHOE BBefeHWe LedTpraKkcoHa
B Ao3e 50 Mr/Kr no3BONsET AOCTUYb Yepe3 72 4 KOHLEH-
TpaunMM aHTUOBUOTUKA B KMUAKOCTU CPELHEro yxa Ha ypoBHe
9,5 Mr/kr n 4,8 mr/Kr 4yepesa 96 4, gocturas nokasartens
T > MIK okono 100% Ha NpoTaXEHUM HECKONIbKMX CYTOK AaXke
AN19 YCTOMYMBBIX LWUTAaMMOB S. pneumoniae [35].

Mpu nevyeHnn 6aKTEPUEMUM U APYTMX CEPbESHBIX MHDEK-
LA KNKMHMYecKasa addEKTUBHOCTb MPOBOAMMON aHTUOaKTe-
puanbHOM Tepanun 3aBUCKUT OT KOHLIEHTpaLuKM cBOOGOAHOM
dpakumn aHTMbaKTEpPUanbLHOro npenapaTa B nia3Me KpoBu
[36]. Y 60nbHbIX, HaxoAALWMXCA B KPUTUYECKOM COCTOS-
HUU, 1 UMMYHOKOMMNPOMETMPOBAHHbIX MaLWEHTOB OCOGEH-
HO BarKHO [JOCTUXKEHWe GaKTepuumaHoro acddekTa, B CBS-
31 C YeM MNPOA/JEHHAs WAM MOCTOSAHHas WHOY3nS MMeeT
npeumyliectea nepej TPaguLMOHHLIM (B COOTBETCTBMM
C MWHCTPYKUMEN MO MEAMLMHCKOMY MPUMEHEHMIO) PEXKM-
MOM [03MPOBaHUA B-NaKTaMHbIX aHTUOMOTMKOB. B cnyvae
NPOASIEHHON MHDY3UKM BPEMS, B TEHEHME KOTOPOIro KOHLEH-
Tpauus aHTM6MOTMKa B nna3me npesBblwaer MIK, 3Hauu-
TENbHO YBENMYMBAETCA, YTO OCOOEHHO BaXKHO AN 60pbObI
C MWKPOOPraHM3amMamm C HU3KOW 4yBCTBUTENbHOCTbIO [37].
B wuccnegosaHun J. Courter M coaBT. NpoBefeH CpaBHU-
TeNbHbIN @aHaNU3 NPOAJIEHHOIO M TPAAWLMOHHOIO pexuma
BBeAeHus B-naktamoB (uedenum, uedTasnaum, mmune-
HeM/unnactaTtuH, MeponeHeM, NunepaumIivH/Ta3zobaKkrtam)
y Aeten B Bo3pacte 2—-12 neT npu MHPEKLUHU, BbiI3BaHHON
P. aeruginosa [38]. Vicnonb3oBaHWe NPOANEHHOIO pexmma
BBeJEeHUS NO3BONSET AOCTUYb 60/ee BbICOKUX MIa3dMeHHbIX
KOHLIeHTpaLuui B-naktamoB [39] u, KaK pe3ynbTaT, CHUXEHUS
NeTaNbHOCTH, a TaKXKe CPOKOB M CTOMMOCTHU rocnuTannaaumm
y B3poc/blX nauueHToB ¢ 6akTepuemuen [40]. HecmoTps
Ha 3T0, pe3ynbTaTbl €4WHCTBEHHOIO CUCTEMATUYECKOrO
0630pa He MOALEPKMBAIOT PYTUHHOIO UCMONb30BaHUSA NPOA-
NIeHHOM WHOY3uMn y geten [41]. B aTton cBS3M HEOOXOAUMDbI
K/IMHUYECKNE NCCNeoBaHNs B OTHOLEHUN OLUEHKN BIUSHUSA
NPOASIEHHON MHDY3UM B-NaKTaMHbIX aHTUBGUOTUKOB Ha UCXO,
3a60oneBaH1s B NeaMaTpUYECKOW NpaKTuKe.

AHTUGaKTEepHuanbHbie Npenapartbl, aKTUBHOCTb

KOTOPbIX 3aBUCUT OT NPOAO/BKUTENIbHOCTU AEUCTBUA

W 4INTE/IbHOCTU NOCTAaHTUGUOTUYECKOIro eiCTBUSA

B To Bpems Kak ans OCTMMXKEHWS afeKBaTHOro GaKre-
puumnaHoro adpdeKTa B-naktamMaMm Heo6XOAUMMO MoAAepa-

HME MOCTOSHHOM KOHLEHTpauMmM B Naa3me, NnpeBbillatoLLen
MMK, apyrue aHTUOUOTUKK, IOPEKTUBHOCTb KOTOPLIX TaKKe
3aBUCUT OT BpemeHu, npesbiwatowero MK, ob6nagaioTt
[IOMONIHUTENbHON aHTMOaKTepUaNbHON aKTUBHOCTbIO AarKe
nocne nageHusa nx KoHueHTpaumun Huxe ypoBHs MIK. K aton
KaTeropmm OTHOCHATCS MaKpoNWAbl, TETPALMKIUHbLI, KIWH-
JAMULMH, NMHE30AMA U BaHKOMUUMH. K npumepy, nocTtaH-
TUOUOTUYECKMIN 3PODEKT BaHKOMULMHA 3aBUCUT OT TuMa
MWKpOOpraHnama v MOXeT coctaBnsatb oT 0,7 Ao 2,6 4 ang
Staphylococcus aureus v ot 4,3 fo 6,5 4 anqa Staphylococcus
epidermidis [42]. QNS QaHHOM KaTeropuuM aHTMOWOTMKOB
OCHOBHbIM NapameTpoM papMaKoKMHETUYECKOro U dapma-
KOAMHAMMYECKOro Npoduas, onpeaensiownum KIMHUYECKYIo
3PDEKTUBHOCTL, ABASETCH OTHOLWEHWE «Maowaab noa dap-
MaKOKMHeTu4eckomn kpuson (AUC)/MIMK» [43].

BaHKOMUMWH

NcTopusi NpUMEHEHUsT BaHKOMULMHA B KIWHUKE GepeT
cBoe Ha4vano B 1958 r. BaHKOMULUMWH OKa3blBaeT GaKTe-
puumnaHoe AencTBME 3a CHeT MHIMOMpoBaHWMA GUMOCHHTE3A
KNETOYHOM CTEHKM GaKTepui, U OCHOBHOE 3HayeHue ume-
eT Kak npenapaT ansg Tepanuu UHPEKuUun, BO36yauTens-
MU KOTOPbIX ABASIOTCH METULMIIMHPE3UCTEHTHbIE WTAMMbI
S. aureus (MRSA), a TaKXe 3SHTEPOKOKKM, PE3UCTEHTHblE
K aMNULUUASIMHY U aMUHOKMKo3mnaam [9]. Y B3pocCbiX nauu-
€HTOB NpU MHpEeKUMaX, Bbi3BaHHbIX MRSA, agocTueHue
3Ha4veHnsa AUC,_,,/MIK > 400 accouunnpyetcs ¢ AOCTUKE-
HMEeM 6NaronpuUsaTHOrO KIMHWYECKOro Ucxoaa 3aboneBaHus
Mo CpPaBHEHWIO C MNaLMEHTaMM, Y KOTOPbIX COOTHOLIEHWE
AUC,_,4/MIK coctaBnsgeT meHee 400 [44]. CoBpeMeHHble
KNMHUYECKME peKoMeHaaunn no neveHmto MRSA-HpeKunn
OonupatoTCs MMEHHO Ha AaHHbIM NapameTp dapMaKoKuHe-
Tnyeckoro/dapmakognHamuyeckoro npoéuns [45]. Ong
peten ¢ MRSA-uHbeKunen pekomeHAoBaHO BHYTPUBEH-
HOe BBeJEeHWE BaHKOMWLMHA B [03e 15 Mr/Kr KaxAable
6 4 419 M30N19TOB C YYBCTBUTENbHOCTBIO MeHee 1 Mr/mn
(MMNK =< 1 mr/mn) [43]. OgHako nccneaoBaHus, NOATBEPHK-
Jalowme 6onee BbICOKYID BEPOSTHOCTb AOCTUKEHUS Gnaro-
NPUATHBIX KIMHUYECKUX ucxopoB y aeter npu AUCy_,./
MK > 400, go HacTosAWero BpeMeHn He NPOBOAMUIUCD.

C yyacTvem paeTei 6bl10 NPOBEAEHO HECKONbKO Mccre-
[JOBaHWI, MOCBSILLEHHbIX (apMaKOKMHETUYECKOMY MOAENU-
POBaHUIO AOCTUMEHUS ONTUMasbHbIX 3HAYEeHWM MoKasaTens
AUC,_54/MMK > 400 npu pasnuyHbiXx pexunmax Ao3vpoBa-
HUA BaHKOMWUMHA. TaK, A. Frymoyer n coaBT. nposenun dap-
MaKOKMHETUYECKOE MOJENUpoBaHWe S8 AeTen B BOo3pacTe
oT 2 0 12 neT ¢ U3Y4EeHMEM [IBYX PEXMMOB [03MPOBaAHUS
BaHKOMUUKMHa — 40 1 60 Mr/Kr B CyTKM [46]. ABTOpbI NoKa-
3anu, 4yto goctmerune AUC,_,,/MIK > 400 6onee BepoATHO
npv UCMNoNb30BaHUN BaHKOMULIMHA B 403€ 60 MI/Kr B CyTKM
(ueneBor nokaszatenb AOCTUIHYT y 88-98% paetent B cpaB-
HeHnn ¢ 58-66% npu MCnonb3oBaHUKM NpenapaTa B A03e
40 ™Mr/Kr B cyTku) [47]. OgHaKo Taxkow pesynsTaTl Aaneko
He Bceraa AOCTUXMM B YCNOBUSIX PeanbHON KIMHUYECKOW NpakK-
TMKK: R. Chhim u coaBT. nokasanu, 4to 3HaveHne AUC,_,,/
MIK > 400 6bI10 AOCTUIHYTO ToNbKO Y 40% 13 96 aeTew, nony-
YaBLUMX BAHKOMULMH B Ao3e 60 Mr/Kr B cyTKM [48].

COBpEMEHHbIE KIMHUYECKME PEKOMEHJALMN YKa3biBalOT
Ha Heo6XOAMMOCTb MOAJAEPKaHWS KOHUEHTPauUuK BaHKO-
MWUMHa Ha ypoBHe 15-20 MKr/mn y B3pOC/blX NauueH-
TOB C reHepanudoBaHHoW MRSA-uHdeKumen ons n3onaTos
C YyBCTBUTENbHOCTbIO, coOTBETCTBYOWEN MIMK < 1 mMKr/mn
[45]. K TakoMYy e YPOBHIO KOHLUEHTPaLMn 06bl4HO CTPEMSATCS
W NPy NPUMEHEHUN BaHKOMULIMHA B NeanaTpuyecKomn npak-
TuKe [49]. A. Frymoyer 1 coaBT. nosiaratoT, YTO KOHLEHTpaLus
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BaHKOMMLMHA Ha ypoBHe 7—10 MKr/mn no3BonsieT 4OCTUYb
uenesoro 3HavyeHuns AUC,_,,/MMK > 400 y 90% peten
npu BBeAeHUU npenapaTta B Ao3e 15 mr/Kr Kaxable 6 4
[50]. OgHaKo B yCNoBUSAX peanbHOM KIMHUYECKON MPaKTUKK
(deTckun rocnutans wrata Orano, CLUA) Tonbko y 67% paeten
Obl1 JOCTUIHYT LeneBon ypoBeHb AUC,_,,/MIMK > 400,
KOrAa KOHLEHTpauus BaHKOMMUMHA B Nia3me cocTaBasna
8-10 mKr/mn [51]. 3T0 NO3BOAWMNO MNPEANONOKUTb, YTO
yKa3aHHas KOHLIEHTpaLMsA MOXET obecneynTb afeKBaTHbIN
GaKTePULUAHBIN aDDEKT NpU UHOULMPOBAHWUM LITaMMaMu
MRSA ¢ 4yBCTBUTENBHOCTBIO Ha ypoBHe MIK < 1 MKr/mn
N He CMOXET obecrneynTb ageKBaTHOro apdeKta ansa wram-
MoB ¢ MINK = 1 mMKr/mn.

Taknm 06pa3oM, Ha CEerofHsWHWN [OeHb HEeT yBepeH-
HOCTM B TOM, 4TO UeneBble dbapMaKOKMHETUYECKUE MOKa-
3atenm 3bdEKTUBHON [03bl BaHKOMWLMHA, ynydlwatouue
NMPOrHO3 y B3POC/bIX NaUMEHTOB, MPUMEHUMbI ONS OETENn.
BO3MOXHO, 3TO CBA3AHO C YBEIMYEHHbIM KIMPEHCOM BaH-
KOMWLMHA Yy OeTen, 4YTO MNOTeHUMaNbHO MOXET noTpebo-
BaTb NPUMEHeHUs npenapaTta B 601ee BbICOKMX A03ax Npwu
COKpalleHWn WHTepBanoB Mexiy BBeaeHusMU. TpebyeTcs
nposefieHWe AOMOJHUTENbHbIX UCCNefOBaHWi B [ETCKOM
nonynauumn ¢ Uenbto onpeaeneHns onTuMasbHbIX 3Ha4YeHUM
AUCy_,,/MIMK.

JInnesonupg

JInHe30nna oKasblBaeT UHrnbupylollee AencTBUME Ha
CUHTe3 6enka MUKpoopraHu3amamu, obnagaet 6aKTepuocTta-
TUYECKMM [OEWCTBMEM, SIBNSIETCA npenapaTtoM BbiGopa Ans
Tepanun MHGEeKLUUN, BbISBaHHbIX MOIMPE3UCTEHTHLIMK FPaMm-
NonoXuTenbHbIMU KOKKamu [10]. B HacTosiLee Bpems NInHe-
30/11 WMPOKO MCMONb3YeTca B MUPOBOW MNeanaTpu4ecKon
NPaKTUKe B CBA3W C POCTOM MHPEKLMN, 06YCNOBAEHHbIX
MRSA (C NPOMEXYTOYHOM YyBCTBUTENIbHOCTLIO K BAaHKOMULLU-
Hy) 1 VRE (BaHKOMWLUMHPESNUCTEHTHbIE IHTEPOKOKOKKH) [52].
JlnHe3onuna xapakTepusyetcs Bpemsa3aBuUcUMon addek-
TUBHOCTbIO C MOCTAHTUOUOTUYECKUMU b PEKTamMuU cpedHen
NPOAOMKUTENBHOCTH, 3aBUCALLUMMN OT BEMYMHBI NPEBbILLE-
Hus MIK [53]. UccnepoBaHue C. Rayner u coaBT. MPOAEMOH-
CTPUpPOBanNo B3aMMoCBA3b Mexay 3Hadennem AUC,_,,/MIMK
Ha ypoBHe 80-120, nokazdatenem T > MIMK > 85% u 6naro-
NPUATHBIM UCXOLOM JIeHeHUs BaKTepueMum nNpu MHOEeKUUsax
HUXHKUX blXaTeNbHbIX NyTen U MHDEKUMAX MATKUX TKaHewn
y B3pOC/bIx NaumeHToB [54].

[ns nuHe3onuaa, Kak 1M AN MHOMMX APYrux NIeKapcTBEH-
HbIX NpenapaToB, NP1 NPUMEHEHWW Y AETEN XapaKTEPHO yBe-
nnyeHne obLLEero KIMpeHca, MeHbliee 3HadeHue AUC, 6onee
KOPOTKMIM nepuop nonyebiBefeHus [55]. B nccnegoBaHusx
C yyacTuem geten NpoaeMOoHCTPMPOBaHO, YTo 6osee yacToe
BBefeHMe (Kaxable 8 4) nnHesonunga TpebyeTtcsd nauneHTam
B BO3pacTe A0 12 feT ¢ Lenbio JOCTUKEHUSA ONTUMaNbHOMo
dapmaKoKnHeTnyeckoro n dapmMaKkoLMHaMUYeCcKoro npo-
¢unsa npenapata [55]. Mpu cencuce, korga o6bem pacnpe-
nenenuns (Vd) n kampeHc (Cl) 3a4acTyio yBennyeHbl, npume-
HeHWe NnHe30naa B TPaAMLMOHHBIX pEXMMax LJO3UpPoBaHUA
MOXET NPUBECTU K JOCTUHEHUIO BCETO NNLb cybonTUmarsb-
HbIX KOHLUEHTPaLni aHTUBUOTUKE y AeTer [56].

[etn, cTpagalolme MyKOBUCLMAO30M, OTIMYalOTCA OT
3[0pPOBbIX AeTen 60nee BbICOKMM OOWMUM KIMPEHCOM, YTO
TpebyeT BBeAeHUS 60Mee BbICOKUX 03 IEKAPCTBEHHbIX Npe-
napatoB. [loaTBep)KaeHUe 3ToMy 6b110 MONYYEHO B UCChe-
foBaHuKM R. Santos v coaBT., KOTOpble NOKa3anu, 4To BBe-
[eHne nuHesonuaa B CcTaHfapTHoOM pexkume (10 mr/Kr
Kaxkable 8 4) He N03BOJIAET AOCTUYb LieNIEBbIX MOKa3aTenen,
[OCTaTOUHbIX ANS nogaBneHus pocta S. aureus [57]. BaxkHo

OTMETUTb, 4TO ANS IMHEe30/nAa xapaKTepHa [L0303aBUCK-
Mas reMaToTOKCMYHOCTb (TpomMbGouuTOoneHns, aHemus) [58].
BBeaeHne nuHesonuaa B pexkuMme MPOASIEHHON WMHDY3WK,
MOMET, ¢ 60/blUEeN BEPOATHOCTbIO 06EeCneyYnT AOCTUKEHME
onTMMasbHbIX NoKasatenen GpapMaKOKMHETUHECKOrO Mpo-
duna (AUC,_,4/MIMK Ha ypoBHe 80-120, T > MK > 85%)
C BO3MOHbIM CHUMXEHMEM 06LLEN CYTOYHON A03bl MO CpaB-
HEHMIO CO CTaHAapTHbIM PEXMMOM, OfHaKo TpebyloTcs
[ONONHUTENbHbIE KIMHUYECKUE UCCIeA0BaHMA B NeamMaTpu-
4YecKon Nonynsaumu.

WHAUBUAYAZIU3UPOBAHHbIN C NO3ULIUH

GOAPMAKOKUHETUKU U ®DAPMAKOAWHAMMUKH

noaxoa K ONTUMU3ALIUU PEXXKUMA

AO3UPOBAHUA

N3yyeHne dapMaKOKMHETUKM NEKapCTBEHHbIX npena-
paToB B paMKax perucrpauyoHHbIX MUCCNefoBaHWW aatoT
ycpeaHeHHoe onucaHne papmMaKoKMHETUYECKMX NapaMeTpoB
npenapata B NonynauMu, He NpeaocTaBnas Bpadyy PeEKOMeEH-
Jauun no BbIGOPY ONTUMANIBHOrO pexuMa A03MpPOoBaHus
Yy OTAENbHbIX KaTeropum naumMeHToB. AHTMOMOTUKK, B CBOLO
oyepeab, OTHOCATCA K npenapatam C BbICOKOM MEXWHAM-
BMAyanbHON BapuabenbHOCTbI0 (GapMaKOKMHETUYECKUX Xa-
PaKTEPUCTUK, HaNpPsIMyld 3aBUCALWMX OT TAXECTU COCTOS-
HUS 1 CONYTCTBYIOLWMNX 3a60/IEBaHUI KOHKPETHOIO NauuMeHTa.
PeKomeHOBaHHbIE CXeMbl 3MMUPUYECKON aHTUOaKTepuasb-
HOW Tepanuu OCHOBLIBAIOTCA Ha AaHHbIX MOMNYNALMOHHOMO
n3y4yeHnss GapMaKoOKUHETUKN/PapMaKoAMHAMUKKU M NO3BO-
NIAI0T YBEIMYUTb BEPOSTHOCTb AOCTUKEHMS TepaneBTuye-
cKoro addeKkta. OgHaKo B OTAeNbHbIX CyvasX, TPebyroLmx
nepcoHann3nMpoBaHHbIX MOAXOA0B K HA3HAYEHUIO aHTUOaKTe-
puasbHbIX Npenapartos, ONTUManeH TepaneBTUYECKUI NeKap-
CTBEHHbI MOHUTOPUHTI (MOBTOPHOE M3MEpPEHUEe KOHLIEHTpa-
uMn cBo6oaHOM dpaKummM aHTUOaKTepuanbHOro npenapara
B MNJia3ame KpoBM) AN noabopa afeKBaTHOro pexxmma Ao3u-
poBaHUs. TepaneBTUYECKUM NEeKapPCTBEHHbIN MOHUTOPUHT
[JOCTyrneH Ans HeGONbWOro Konmyectsa aHTUOGaKTEpPUanbHbIX
npenapaToB, TaKUX KaK aMWHOMIMKO3UAbl U BaHKOMWLMH.
Mpamoe namepeHne cBO60AHON KOHLIEHTPALIMK aHTMOUOTUKA
B KPOBM NO3BONSET BbipaboTaTb ONTUMasIbHbIM PEXUM A03U-
poBaHWs Npenaparta, 0CO6EHHO Y NAaLMEHTOB C OXKMAAEMbIMMU
HapyweHUIMU GapMaKOKMHETUYECKUX MPOLLECCOB W, KaK
CNefCTBME, BbICOKOW BEPOATHOCTBIO Pa3BUTUA TOKCUYECKUX
3 dEKTOB N HEIDDEKTUBHOCTLIO aHTMOaKTepUanbHOM Tepa-
nuu. B HacToslee BpeMs AOCTYMHbI KOMMbIOTEPHbIE MPO-
rpammbl (NONMEM, PDx-MCPEM, S-ADAPT, MONOLIX » ap.)
[59], nosBonstowme Ha OCHOBaHMU AaHHbIX O KOHLEHTpaL 1K
JIeKapCTBEHHOro npenaparta B Mnfia3me KPoBW paccyuTaTtb
ONTUMaNbHbIN PEXUM [03MPOBaHUA MpenapaTa, OCHOBbI-
BasfACb Ha MapamMeTpax ¢papMaKOKUHETUYeCKoro/dapmakro-
IMHamunyeckoro npodung. B yactHocTH, S. Payen u coaBT.
rnoKasannM BO3MOXHOCTM pacyeta OCHOBHbIX GapMaKoKWUHe-
TUYECKMX NapaMeTpoB LMNpodnoKcauuHa y AeTen, cTpaja-
OLLMX MYKOBMCLIMLO30M, Ha OCHOBaHWUM WHAMBWAYaNbHOMO
N3MepeHUa KOHUEHTpaLMK B pa3Hble NMPOMEXYTKU BPEMEHHM
npu ucnonb3oBaHun nporpammbl NONMEM, 4TO no3BoauT
nsbexatb Ha3Ha4YeHWsa Npenapara B 3aBe10MO HU3KUX 103ax
y NaUMEHTOB C THXKENbIM TEYEHNEM MHDEKLUN B YCNOBUSAX
peanbHOM KIMHUYECKON NpaKTuKu [60].

3AK/TIOYEHUE

MHbopmauua o dapmMaKoKMHETUYECKOM/dapMaKoau-
HamMU4YyecKoM npodune KOHKPETHOro aHTMbGaKTepuanbHOro
npenapara gBASETCA KNO4EBOW Npu BbIGOPE pexnma Lo3u-
pOBaHUS y 1eTeN, OCOBEHHO C THKENBIM TEYEHUEM MHDEK-



LMK, a TaKKe y 0COBbIX KaTeropnin naumeHToB C OXMaaemMo
U3MEHEeHHbIMKM bapMaKOKUHETUYECKMMKW MNapameTpamu.
HecmoTpsl Ha TO, YTO CTaHAAPTHbLIE PEXWMbI [O3MPOBAHUA
noaxoasaT Ans 60MblUMHCTBA AETEN, O4EHb BaXKHO BbIAENNTb
nonynsumum, Tpebyume nepcoHanM3npoBaHHbIX NOAXOA0B
K BblIOOpPY CTpaterMm aHtMbakrepuanbHon Tepanuun. Kpome
TOro, B HacToslee BpeMsa neauatpbl 4acTo MMET Aeno
C MHOEKLMAMM, BbISBAHHBIMU PE3UCTEHTHLIMW BO36YAMTENSA-
MW. B aTOM cnydae 0cobyto akTyanbHOCTb NPeACcTaBaseT pas-
paboTKa MHAMBUAYANN3UPOBAHHbBIX PEXMMOB AO3MPOBAHUS
Ha OCHOBaHWKW MapameTpoB GapMaKOKMHETUYECKOro/dap-
MaKoAuMHammu4yecKoro npoduna npenapara.
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KuctosHbin ¢prbpo3 — HacnefqcTBeHHoe 3abo/ieBaHne, BO3HMKalLEee B pe3y/ibTate MyTalui B reHe peryasaropa TPaHCMeM-
6paHHoro TpaHecnopta MoHoB xaopa (CFTR). YctaHoBneHne mytaumii B reHe CFTR Heob6XxoanMMOo A/151 BbISIBNEHUSI KIIMHUYECKMX
0COBEHHOCTEN KMCTO3HOro ¢pmbpo3a. Llenb nccnegoBaHms: BbisiBUTb FEHOTUM-PEHOTUNNYECKME KOPPEALMN MEXAY MyTauu-
SIMM MEePBOro Kiacca NnaTtoreHHOCTU U KIIMHUYECKUMU MPOSIBJIEHNAMMU KMCTO3HOIo ¢pmbpo3a Ha OCHOBE M3Y4eHMs1 pacrpocTpa-
HEHHOCTU U CTPYKTYpbl MyTaumi reHa CFTR. MeTogbl. B nccnegoBaHme BKAOYaAM geTer B Bo3pacTte 40 18 neT ¢ KUCTO3HbIM
dnbpo3om, rocnntaanampoBaHHbIX B nepuog ¢ 2013 no 2017 r. Kputepuem HEBKIIOYEHUS Oblin GuasiiesibHble MyTalun B reHe
CFTR. BapuaHTtbi reHa CFTR aHann3npoBa/iv METOAOM CEKBEHUPOBaHUSI HOBOIO MOoKo/ieHus. Pe3yabTtatbl. Y 125 nayneHToB
C KNUCTO3HbIM pnbpP030M 06HapyKeHo 59 pasimyHbix BapmaHToB reHa CFTR, n3 Hux 11, He onucaHHbIX paHee. Hanbonee pac-
npocTpaHeHHbiMn bbin geneumns ¢.1521_1523del, o6HapyxeHHas B 98 (39,2%) n3 250 npoaHa/im3npoBaHHbIX ajnenemn
reHa CFTR, n geneuusi c.1545_1546del, BbisiBneHHas B 22/250 (8,8%) annensx. [lokazaHo, 4To myTaums ¢.1545_1546del,
p.Y515* yalye obHapyxnBaiack y JeTeN Ye4EHCKON HapogHOCTM — OTHoLeHMe wWwaHcoB (OLL) 139 (95% noBeputesibHbIN MHTED-
Ban 15-1257). YcTaHOBNEHO, HTO MEKOHMEBBIN UIEYC, NaHKpeaTnyecKas HeJOCTaTOYHOCTb U LUMPPO3 MNeYeHU Yalle BCTpeya-
I0TCA Y NayMeHToOB ¢ MyTaumsMu NepBoOK Kateropuu natoreHHoctn — Ol 3,9 (95% AM 1,0-15,0), 4,4 (95% AN 1,8-11,1)
n 351 (95% AN 17,5-7046) cooTBeTCTBEHHO. He ob6HapyxeHa cBsidb MyTaumn reHa CFTR ¢ pa3BuTnem 6pOHX0IKTa30B
M M0JIMMO3HOM0 NaHcUHycuTa. 3aKkao4yeHue. YCTaHOBIEeHbl KOPPENSLMU MEXKAY reHOTUITOM U KITMHUYECKMMU MPOSIBJEHUAMM
KMCTO3HOro ¢pubpo3a y poCcCHCKMx geten ¢ mytaumnsamm reHa CFTR nepBoro Kaacca naTtoreHHoCTy.

KnroueBbie cnoBa: geTH, KUCTO3HbIN Grbp0o3, reH CFTR, HOBble MyTaLM1, CEKBEHUPOBAHUE HOBOIO MOKOJIEHMS, QEHOTHI,
reHoOTUI, KOPPENSILMM.

(Ana uyntnpoBaHus: TopuHosa 0.B., CaBocTbaHOB K.B., MywkoB A.A., HukutuH A.T., MeHbKoB E.J1., Kpacosckuit C.A.,
CumoHoBa 0.W., HamazoBa-baparoa J1.C. [eHOTUN-PEHOTUNMYECKNE KOPPENALMU TEHEHUSA KUCTO3HOro GMbpo3a y poc-
CUWCKMX aeTel. MNepBoe onucaHue oagnHHaALATH HOBbIX MyTauuit. Borpocskl coBpemeHHoH neanatpumn. 2018; 17 (1): 61-69.
doi: 10.15690/vsp.v17i1.1856)

OBOCHOBAHME

KWCTO3HbIM GMOPO3 NOAKENYAOHHOW Kenesbl (Koa
B MKB-10 E84.0, E84.8 E84.9) — MoHoreHHoe 3aboneBa-
HWEe C ayTOCOMHO-PELLECCUBHBIM MEXaHU3MOM Hac/enoBa-
HUS, XapaKTepUaytoLLeecs NoparkKeHNeM BCEX IKZOKPUHHbIX
wenes. B Poccun 3a60/1eBaeMoCTb KUCTO3HbIM GUOPO-
30M cocTtaBnseTr B cpeaHem 1:10000 [1], B EBpone —
0,7:10000, B CLLUA — 0,8:10000 HOBOpPOXAEHHbIX [2]. Mpwn
3TOM Kaxabln 20-1 eBponeey, IBNSETCA reTepo3nroTHbIM
HOCUTENEM MyTauuih, NPUBOASALWMX K Pa3BUTUIO KWUCTO3-
Horo ¢ubposa [1]. B nocnegHee aecatunetTne OoTMEYEHO
3HAYUTENbHOE MOBbIWEHWE MNPOAOIKUTENBHOCTU MKU3HU
NnauMeHTOB C KMCTO3HbIM Gpubpo3om [3]. CerogHa B HEKO-

TOpbIX CTpaHax EBponbl mMeanaHa NPOAOMKWUTENbHOCTU
KM3HM TaKMX NaLMEHTOB KONe6NeTcs B AMana3oHe Mexay
30 n 40 rogamu [4].

KnoHupoBaHue reHa CFTR, Koaupylowero 6enok —
MYKOBUCUMAO3HbIM TpaHCMeMOpaHHbIvi perynatop (MBTP)
[5, 6], n nocneayowee ero U3ydyeHne NO3BOSIUIN UAEHTU-
duunposaTb 6onee 2000 mMyTaunn, SBNSIOLLKUXCA ITUONO-
TMYECKUMU MNPUYMHAMWU Pa3BUTUS KUCTO3HOro ¢Gubposa
[7]. B coBpeMeHHOM nabopaToOpHON NpaKTUKe Ana AMarHo-
CTUKM KUCTO3HOro dbrnbpo3a Ucnonbadyercs 60bLlon Habop
CKPUHUHIOBbLIX METOAOB, BKOYas Takue cneunduyHble
MEeTObl, KaK aHann3 KpuMBbIX NnaaBneHus [8], aeHaTypupy-
lowas BbICOKOIDPEKTUBHAA KUAKOCTHAA XpomaTtorpadus
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(DHPLC) [9], nM60 meToa AMarHOCTUKM KMCTO3HOro ¢pmnbpo3a
C ucnonb3oBaHneM MuKpouunos [10] ¢ ero pasanyHbI-
MU mMoanduKaumamm [11]. JaHHble MeToAbl MONEKynsip-
HOW [AMarHOCTMKM AO0CTATOYHO MPOCTbl B WMCMONb30BaHUM
M NO3BONSAOT MAEHTUPULMPOBATL OLHOBPEMEHHO HECKO/b-
KO Haubonee pacnpocTpaHeHHbIX MyTauunm reHa CFTR,
OAHaAKO He Bcerga ob6nagaloT HaglexallMM AuMarHoctuye-
CKMM paspelleHneM. bonblien paspelwatoller cnocobHo-
CTbto 06n1ajaeT MeTO[ KIaCcCMY4EeCKOro CEKBEHWPOBaAHMS
no CaHrepy. 3T0T METOA MO3BONSET BbIABNATL MyTaLMK FreHa
CFTR, pacnonoxKeHHble Kak B KOAMPYOLWMX, TaK U B HEKO-
AVpyloWwmMx 06nacTax reHa, 3a UCKIOYEHUEM MPOTAXKEHHbIX
neneuumn, BCTaBOK M nepectpoek [12]. K HegocTtaTtkam 3Toro
MeToAa OTHOCHT ero BbICOKYD CTOMMOCTb. B nocnegHue
rofbl AN5 MONEKYNSPHO-FEHETUYECKOM ANArHOCTUKM KUCTO3-
HOro ¢ubpo3a CTanu LWMUPOKO MCMOSb30BaTbCA MeToAbl
uccnefoBaHus, co3aaHHble Ha OCHOBE TEXHONIOMMK CeKBe-
HMPOBaAHMA HOBOrO MOKONEHUSA. [pyM 3TOM NPUMEHSOTCS
pa3nnyHble MoANDUKaLMKN 3TON TEXHONOMMKM, MO3BOAISIOWME
KaK aHanuM3uMpoBaTb Habop OnpeaesieHHbIX MyTauWuKi, Tak
M NPOBOAUTb aHanNn3 BCEro reHa, BKAYas ero HeKoaupyto-
wme obnactm [13]. B cnydyae HeobHapyXeHuUs 6uannenbHbIX
MyTaLWi BblWENEPeYUCNEHHbIMM MEeToAaMU NPUMEHSIOT-
Csl [OMOJIHUTENbHbIE METOAbl MCCNeAoBaHUS, Takue Kak
KonnyecTBeHHas nonumepasHas uenHas peakuus (MLUP)
B peXMMme peanbHOro BPEMEHU U MYAbTUMIEKCHasa nuras-
Hasa MUP (MLPA), no3Bonstowme BbIABAATb MPOTSAXKEHHbIE
CTPYKTYPHble n3mMeHeHus reHa CFTR, HOCSILLME NaTOreHHbIM
XxapakTep [14].

[oCTynHOCTb METOA0B FEHETUMYECKOro CKPWHMHIa npu-
Be/a K onucaHuio 60MbLIOro Yncna MyTauni, XapaKTepHbIX
Ona 60MbHbIX pa3HoW reorpadmny4eCcKon U 3THUYECKOW MpHU-

HagnexHocTtu [15]. Moapo6HbIM NepevyeHb MyTalun, BCTpe-
YaloLWnxcsa y naumeHToB ¢ KUCTO3HbIM GUOPO30M Ha Teppu-
Topun Poccumn, 6bin onybnmnkosaH B 2015 r. [16]. OgHaKo
ToNbKO y 70% npeacTaBneHHbIX NauMeHToB 6Gbl/iv ONUCaHbI
6uannenbHble MyTauuu, 4To, No BCeW BMAMMOCTH, CBSA3AHO
C MCNOSIb30BaHWEM METOAOB, MO3BOSAOLMX BbISBAATL ULLb
Hanbonee pacnpocTpaHeHHble MyTauuu. BoisBneHne Heno-
cratoumx mytaumm reHa CFTR y 30% Hepnoob6cneqoBaHHbIX
nauneHToB, N0 MHEHWUIO aBTOPOB, GydeT cnocob6CcTBOBaTb
06GHapyKEHMIO HOBbIX MyTaLlMi U, CKOpee BCero, npueeaet
K CHUXEHWIO OTHOCUTENIbHOM YacToTbl Hanbosiee pacnpocTpa-
HEeHHbIX MyTauuh. MMEHHO NMOo3TOMy B LieNsiX 06HapYy*KEHUS
100% naToreHHbIX BapnaHToB reHa CFTR aBTOpbl BbiGpanu
Hanbonee MHPOpPMaATUBHbIAN METOL CEKBEHUMPOBAHMSA HOBO-
ro NMOKOJSIEHWS, MO3BOAIOWNIA OAHOBPEMEHHO MCCneaoBaTb
TapreTHble 061acTM reHoMa HECKOJIbKMX AEeCATKOB NauueH-
TOB, CYLLECTBEHHO 3KOHOMS MaTepuanbHble U BPEMEHHble
pecypcbl N0 cpaBHEHUIO ¢ meTogom CaHrepa.
HeoaHOPOAHOCTb KIMHWMYECKOM KapTUHbl KWUCTO3HOro
Gunbposa y pas3nnyHbix 60/bHbIX Oblna onucaHa 3a 20 net
00 OTKpbITUA reHa CFTR [17]. OnucaHue CyLLeCTBEHHOro
pa3Hoob6pa3nsa myTaumn reHa CFTR oT4yacTu MPOSACHWUIIO
reTepPoreHHOCTb GEHOTUMUYECKUX MPOABAEHUN KUCTO3HOIO
dunbpo3sa. bbino ycTaHOBAEHO, YTO MOMMUMO 3TUOSIOTMYECKMX
MyTaumn reHa CFTR deHoTMn 60/bHbIX MOXeET GOopMUPO-
BaTbCA MO BAWSAHWEM APYrUX FEHETUYECKUX U HEreHeTnye-
CKUX (MUTaHne, 06pas KM3HW, Hanmynme,/oTCyTCTBME BPEOHbIX
npuBblyeK) dakTopoB [18]. 3a nocnegHue 25 netT ¢ MOMeHTa
o6HapyeHus reHa CFTR HeKOTOpble 4acTo BCTpeyvaloLin-
ecs MyTauuu 6binn OnMcaHbl Kak MyTalMu BbICOKOIO WAu
HU3KOr0 pUCKa, 0OYCNOBMMBAIOWMNE PA3INYHYIO TAXKECTb
K/IMHUYECKUX NposiBNieHU 6onesHn [19]. B coBpemeHHOM
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Background. Cystic fibrosis is a hereditary disease that occurs as a result of mutations in the regulator gene of chloride ion transmembrane
transport (CFTR). Finding mutations in the CFTR gene is necessary for identification of the clinical features of cystic fibrosis. Objective.
Our aim was to identify genotype-phenotype correlations between mutations of the first class of pathogenicity and clinical manifestations
of cystic fibrosis based on studying the prevalence and structure of CFTR gene mutations. Methods. The study included children
under 18 years with cystic fibrosis admitted to hospital between 2013 and 2017. Biallelic mutations in the CFTR gene were the non-
inclusion criterion. The CFTR gene variants were analyzed by next-generation sequencing method. Results. In 125 patients with cystic
fibrosis, 59 different variants of the CFTR gene were detected, 11 of them not previously described. The most common was the deletion
c.1521_1523del found in 98 (39.2%) of the 250 analyzed CFTR gene alleles and the deletion c.1545_1546del found in 22/250 (8.8%)
alleles. It has been shown that the mutation c.1545_1546del, p.Y515* was more often found in children of the Chechen nation — odds
ratio (OR) 139 (95% confidence interval 15-1,257). It has been established that meconium ileus, pancreatic deficiency and cirrhosis are
more common in patients with mutations of the first category of pathogenicity: OR 3.9 (95% CIl 1.0-15.0), 4.4 (95% Cl 1.8-11.1), and
351 (95% Cl 17.5-7,046), respectively. The association of CFTR gene mutations with the development of bronchiectases and polypous
pancinusitis has not been found. Conclusion. Correlations between the genotype and clinical manifestations of cystic fibrosis in Russian
children with CFTR gene mutations of the first class of pathogenicity have been established.

Key words: children, cystic fibrosis, CFTR gene, new mutations, next-generation sequencing, phenotype, genotype, correlations.
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KnaccuduKaunm MONEKYASPHbIX MPUYUH PA3BUTUS KUCTO3-
Horo ¢n6po3a mytauumn reHa CFTR crpynnupoBaHbl B 6 GyHK-
LMOHaNbHbIX K/1AcCOB MNAaTOMEHHOCTM, Onpeaensowmx
TAXECTb NposiBNeHU 6one3Hn Ha 6enkoBoM yposHe [20].
OaHaKo u aTa cxeMa UMeET HeaocTaTKkK. Hanpumep, HEKOTO-
pble MyTauun MMEOT XapaKTEPUCTUKN HECKONbKUX QYHKLIM-
OHalbHbIX Knaccos (Hanpumep, p.F508del v p.R117H) [21].
Kpome Toro, noHMMaHue naTtoreHHocTn mytauum reHa CFTR
Ha MOMIEKYNSIPHOM YPOBHE SIBASIETCA HEOOXOAMMBIM LWarom
ansa paspaboTkn moaynatopos MBTP, KoTopble, Kak oxuaa-
eTcs, NO3BONSAT YXKe B 6nmKanluee BpeMs NepcoHann3npo-
BaTb Jle4eHne 60J/bHbIX KUCTO3HbIM GUOPO30OM C NOOLIMHU
MyTaunsamu reHa CFTR [22].

Llenbto HacToswero nccnegoBaHms 6bi10 BbISIBUTb MEHO-
TUN-QEHOTUNMUYECKNE KOPPENSLMM MEXAY MyTaLMSMKU nep-
BOrO Kfacca NaToreHHOCTU U KNMMHUYECKMMU NPOSIBAEHUSMM
KWCTO3HOro $pMbpo3a Ha OCHOBE M3Y4EHUSI pacnpoCTPaHeH-
HOCTHU U CTPYKTYpbl MyTaunin reHa CFTR.

METOAbI

Aun3aiH nccnegoBaHus

lMpoBeaeHo Kpocc-ceKLMOHHOe (O AHOMOMEHTHOE) Uccne-
JOBaHwMe.

Kputepuu cooTBeTcTBUSA
Kputepnn BKIOYEHUS:

® MauWeHTbl C YCTAHOBMIEHHbIM AMArHO30M «KUCTO3HbI
$Gnbpo3» B Bo3pacTe Ao 18 ner;

e QOTCyTCTBME MyTauumn B reHe CFTR nn60o myTauus B OgHOM
annenu rexa;

® MOAMUCaAHHOE POAWUTENSMMU MM 3aKOHHLIMU MPEACTaBU-
TenamMu naumeHTa MHPOPMMPOBAHHOE corflacue Ha Npo-
BeeHWEe MONEKYNSAPHO-TEHETMYECKOrO MCCNeoBaHMs
1 06pabOoTKY AaHHbIX.

Kputepnn HeBKIOYEHUS:

® [OATBEPXKAEHHbIM KUCTO3HbIN GMOPO3 METOAOM Mose-
KyNIIPHO-TEHETUYECKOro UccnefoBaHus (Hanudmne Guan-
NenbHbIX MyTauun reHa CFTR).

AunarHoctnyeckme Kputepum

MHbopmaumsa o anarHose v AMarHOCTUYECKUX Mepo-
NPUATHAX (BKOYAA MOEKYNSPHO-TeHETUYECKNE Nccneno-
BaHWA NPU UCK/IIOYEHMM clydaeB GuannesnbHbIX MyTaLun
reHa CFTR) naesnekanacb M3 MeAULMHCKUX KapT. CornacHo
nmetollenca nHpopmaunm, anarHos «KncTtosHbi Gnbpo3»
ycTaHaBNMBaAM Ha OCHOBAHWUW KIMHUYECKOW KapTWHbI
60Ne3HN U MONOKUTENBHOIO pel3yfbTata MNOTOBOro TecTa
Ha cogeprkaHue xnopuaos (> 80 MmMonb/1 METOAOM NPOBO-
AMMOCTH U > 60 MMOJIb/N1 METOAOM TUTPOBAHMUS NO [MOCOHY
n Kyky).

YcnoBusa npoBegeHus

B uccnepoBaHue BRIOYanu 60JbHbIX, FOCMUTaNIU3UPO-
BaHHbIX B PIrAY «HMWUL, 3gopoBbs aete» MuHaapaBa Poccun
(MockBa) B nepuof ¢ Hosi6ps 2013 no oKTA6pb 2017 T.

Ucxopbl uccnegoBaHmna
OCHOBHOM MCXOA: pPacrnpoCTPaHEHHOCTb W CTPYKTypa
MyTaunn reHa CFTR.

L0ononHUTENIbHbIE NCXOAbl: KOPPENaUMnM Mexay mMyTalm-
SIMM NEePBOro Knacca naToreHHocTn B reHe CFTR v KNuHU4e-
CKMMMU MPOSIBNEHUAMU KUCTO3HOTO GUbpo3a — Hanmimem
MEKOHWEBOIO ueyca, NaHKpeaTU4eCKom HeJOCTaTOYHOCTH,
LMppo3a nevyeHu, 6POHXOIKTA30B M MOSMMNOBHONO MaHCwu-
HycuTa.

[eHeTUYEeCKUI CKPUHUHT

Ana  MONEeKynsapHO-reHeTUYeCcKoro uccnefoBaHns B
MOMEHT rocnutanusaummn OCyLLecTBASAN 3abop LEebHOM
BEHO3HOW KPOBM B Konnyectese 1—2 M B NPOBGUPKY C aHTU-
KoarynsiHtom 3TA (3TuneHanamMmmnHTETPayKCycHas KMcnoTa),
nocne 4yero obpasLpbl HanpaBASAUCb B nabopaTopuio Mose-
KYNSIPHOW FeHEeTUKU WU KneTodHow 6uonormn ®ray «HMULL
300poBbs aetenr. BbigeneHne reHomHon [OHK BbINosHEHO
C ucnonb3oBaHnem Habopa peakTneoB DNA Blood Mini Kit
(QIAGEN, TepmaHus) Ha aBToMaTnyecKkon ctaHuum QIAQUBE
(QIAGEN, lTepmaHus). KayectBO 1 KOIMYECTBO BblAENIEHHOMN
reHomHon JHK nccnegosanocb npu nomoun dnyopumerpa
HoBoro nokoneHus Qubit 3.0 (Invitrogen, CLUA). Kputepuem
KayectBa [HK 6b110 OTHOLWEHWE MOMNOLWEHUSA NPU AJTMHAX
BoNH 260 n 280 HM, nexallee B Auana3oHe 3HA4YeHun
1,8-2,0. Heobxoanumoe cymmapHoe Konumdectso AHK ans
ncenegosanus coctasnasno 500 Hr. AHK Heo6xogumoro
KayecTBa M KonMyecTBa Gbina nony4yeHa 4na Bcex Cy6beKToB
nceneaoBaHus.

HykneoTuaHyto nocneaoBaTenibHOCTb Onpeaensnm MeTo-
4OM MacCoBOro napannenbHoro CeKBeHUMpoBaHUSA. AM-
naMbuKauua TapreTHblx obnacrten reHa CFTR, BKOYalo-
LMX BCE KOAMPYIOLLME, NPUNEratoLmMe MHTPOHHbIE, a TaKkKe
3'-UTR o6nactu, 6biaa OCyLLeCTB/IEHA C UCMOb30BaHUEM
onnroHykneotngos lon AmpliSeq™ CFTR Panel (Thermo
Fisher Scientific, CLLUA). JanbHenwee oboralleHue, O4UCT-
Ka 1 amynbcunoHHasa MUP 102 amnanMKkoHoB, ob6uien npo-
TSXeHHocTblo 8487 nap HyKneotuaoB (M.H.), MpoBOAM-
nacb Ha npu6ope lon Chef (Thermo Fisher Scientific,
CLUA). CekBeHMpOBaHME HOBOIO MOKONEHWUS OCYLLECTBNSA-
nocb Ha o6opygoBaHuun lon S5 (Thermo Fisher Scientific,
CLWA). TMaTtoreHHOCTb BCex OO6OHapPYXEHHbIX MWHOP-
HblX BapuaHToB reHa CFTR c 4acToToM BCTpe4yaemocCTu
MeHee 1% cornacHo uHdopmauum 6a3 gaHHbix dbSNP
(https://www.ncbi.nlm.nih.gov/SNP) n ExXAC (http://exac.
broadinstitute.org), a TakXe NaToreHHOCTb paHee He Onu-
CaHHbIX HYKIEOTMAHbIX 3aMEeH OLLeHWBaNuM B nporpammax
Alamut Batch u Alamut Focus (Interactive Biosoftware,
dpaHuma).

Banupauma ob6HapyxeHHbIX BapuaHToB reHa CFTR Bbl-
nofiHeHa METOLOM [ABYyHanpaBfiEHHOro CEKBEHWUPOBAHMUSA
no CaHrepy. C aToM uenbio BCA mMcxogHas reHomHas AHK
noasepranacb amniandukaumnm Ha npubope ProFlex PCR
System (Thermo Fisher Scientific, CLLUA) ¢ ucnonb3oBa-
HWEeM ONIMIOHYKNeoTHAOB, MNoAo6paHHbIX B MporpamMmme
Beacon Designer 8.10. lMpoBepKa crneunduyHocTn npan-
MepoB MpoBoAMaacb C MNOMOLLbO Mporpammbl Primer-
BLAST (http://www.ncbi.nim.nih.gov/tools/primer-blast).
MpoayKTbl amnaMdpurKaLnmn CeKBEHMPOBAUCh C UCMONb30Ba-
HWeMm peaKtuBoB BigDye Terminator v. 3.1 Cycle Sequencing
Kit (Thermo Fisher Scientific, CLLIA) Ha o6opynoBaHuu ABI
3500 (Thermo Fisher Scientific, CLLIA). Bce HykneoTuaHble
3aMeHbl 66111 NoATBEepPKAeHbI (cneundnyHocTb 100%).

BOMPOCbI COBPEMEHHOW NEAUATPUM /2018/ TOM 17/ Ne 1



OpuruHanbHas ctaTbf

Bce BbisiBieHHble BapuaHTbl reHa CFTR 6bln onucaHbl
cornacHo HomeHknatype HGVS ¢ y4yeToM MNpUHATbIX peKo-
MeHaaum EBponencKoro obuiecTBa no reHeTUKe YenoBeKa
(European Society of Human Genetics, ESHG) (http://www.
eurogentest.org) u tHbopmaumm 6a3 AaHHbIX MO MyKOBUCLIK-
nosy (www.cftr2.org; www.cff.org).

deHoTUNUYECKOE ONUcaHUe KUCTO3HOro ¢puéposa

®deHoTUNMYeCcKoe onucaHue 60Me3HM BKIOYaNo criyyvau
MEKOHMEBOro uneyca, naHKpeaTMyeCcKoM HefoCTaTO4YHOCTH,
UMppo3a ne4vyeHu, GPOHXOIKTAa30B M MOAMMO3HOIO MaHCHHY-
cuta. lNepeyncneHHble NPU3HaKkn KUCTO3Horo Gubposa ycTa-
HaBAMBanW Ha OCHOBAHWW 3anucen B MEAMUMHCKMX Kap-
Tax 60MbHbIX MO peadynbTaTaM UCCNEA0BaHWM, BbIMOAHEHHbIX
[0 (MEKOHMEBBIN Uieyc) unu B nepuog npebobiBaHns 8 HMULL
300poBbSs AeTen. BO3HMKHOBEHME NaHKpeaTUYeCcKom HedocTa-
TOYHOCTM OMpPeAensiv Npu CHUKEHUN KOHLLEHTPALIMM NaHKpe-
atnyeckon anactasdbl 1 < 200 MKr/r. JuMarHoCTUKy LUMppo3a
neYyeHn npoBoOAMAN MeToAoM GUOPO3NacTOMETPUM C NMOMO-
Wwhbto annapata «PubpockaH 502» (Echosens, PpaHLus)
C ucnonb3oBaHuem wkanbl METAVIR FO-F4 [23]. Hanuune
UMAMHAPUYECKMX GPOHXO3KTA30B M MOAMMO3HOrO MaHCUHY-
CuUTa onpeaensnyu ¢ MCnonb30BaHWEM MYNbTUCNMPATIbHOMO
KoMnbloTepHoro Ttomorpada Discovery CT750 HD (General
Electric, CLUA) ¢ npuMeHeHWeM cneaylolmx napameTpoB:
100-120 kBT, 80-100 MA, TonuwuHa cpesa 0,625 mm, pitch-1.

JTHUyeckan aKcnepTusa

lMpoBeneHne wuccnegoBaHUs o0A06GPEHO JSIOKaNbHbIM
HE3aBUCUMbIM 3TUYECKMM KomuTeTom npu Pray «HMUL,
300poBbsa Ageten» Munsgpasa Poccun (npotokon N2 10 ot
19.11.2013r.).

CtaTUCTMYECKUI aHaNun3

Paamep BbI6GOPKK NpeaBapuTeibHO HE paccyuTbiBascs.
AHanu3 JaHHbIX BbIMNOMHEH C MPUMEHEHWEM MakeTa cTa-
TucTnyeckmx nporpamm STATISTICA v. 10.0 (StatSoft Inc.,
CLUA). CpaBHeHME Ka4yeCTBEHHbIX MoKasaTenen B rpynnax
OeTen ¢ pasnnMyHbiMK BapuaHTamu reHa CFTR BbIMOJHEHO
€ noMouLbto Kputepus MNMupcoHa xm-KkBagpat Uan TOYHOMo ABY-

CTOpPOHHero Tecta duwepa, B cnydyae ecnv yactota xoTs Obl
B OAHOW s4enKe Tabnuubl 2X2 O6blna MeHblle WM paB.-
Ha 5. OnpegeneHne reHoTUn-GeHOTUNNYECKUX KOoppensumm
nNpoBeAEHO Ha OCHOBaHWMM aHannia GMHapHbLIX MPU3HAKOB
(Hann4mne/oTCyTCTBME MyTALMK N HanM4Yne/oTcyTcTBmnE GEHO-
TUNUYECKOro Npu3HaKa), pacyeTta oTHoWeHKMs waHcos (OLL)
1 95% poseputenbHOro nHTepsana (4AN).

PE3YJIbTATbI

XapaKTtepucTuKa BbiIGOPKU

B uccnegoBaHve BKAOYEeHbl 125 nauueHToB (AeBOYEK
63%) B BOo3pacTte oT 5 mMec ao 17 net, meavaHa 7,2 roga
(4,4; 13,0). MeKoHueBbIM uneyc oTMmedanca y 13/117
(11%) naumeHTOB, NaHKpeaTUyecKas HeaoCTaTO4HOCTb —
y 97/123 (79%), umppo3 nevenn —y 14/123 (11%), 6poH-
X03KTasbl — y 64/123 (52%), NOAMNO3HbIN MAHCUHYCUT —
y 40/123 (33%) nauneHToB. Y 122/125 (98%) nauneHToB
pe3ynbTaT HeOHaTaNbHOMO CKPUHMHIA Oblfl MONOXUTENbHBIM,
y 3/125 (2%) peten — oTpuLaTENbHbIM.

PacnpocTpaHeHHOCTb U CTPYKTypa MyTauumn

reHa CFTR

B pesynbrate MONEKyNIsipHO-TEHETMYECKOro UcciefoBa-
HUA 6uannenbHble myTauum reHa CFTR 6blnv 0OHapyXKeHbI
y Bcex 125 o6cnegoBaHHbIX nauMeHToB, Bcero 59 pas-
NIMYHbIX BapuaHToB reHa CFTR. Haubonee pacnpocTpa-
HEHHOW OKa3anacb myTauus c.1521_1523del, p.F508del,
o6HapyXeHHas B FOMO3MIOTHOM COCTOSHUM y 23/125
(18,4%) nauumeHTOB. BTOpOWM MO 4acTtoTe BCTPEYaEMOCTU
6blna pgeneuns c.1545_1546del, p.Y515*: roMO3UTroTHbIMM
no gaHHOW mMyTauuu 6binn 4% nauneHToB. Hanbonee 4yactom
MWCCEHC-MyTaLMeNn U TPETbEW MO YacToTe BCTPEYaeMoCTu
6blna myTauusa c.274G>A, p.E92K. MpoTaxkeHHasa aeneyus
¢.54-5940_273+10250del21kb oGHapyxeHa MeHee 4em
B 5% cny4yaeB, Npuyem TOJIbKO y OAHOMO NaLuueHTa oHa 6bina
BblSIB/ieHa B TOMO3WUIOTHOM COCTOSIHUK. OcTanbHble MyTauuu
BCTPETUNCH C YacToTon MeHee 3% (Tabn. 1).

Cpean 59 BbISiBNEHHbIX BapuaHToB reHa CFTR valle Bce-
ro BCTPeYannCb MUCCEHC-MyTaLMK, pexe 0BHapyKMBaIUCh
feneumu, BrIoYas OAHY NMPOTSXKEHHYIO AeNeLmnto, HOHCEHC-

Ta6auua 1. CpaBHUTENbHLIN @aHaNWU3 YacToTbl BCTPEYaeMOCTU MyTaLui y AeTEN C KUCTO3HbIM GUOPO30M MO AaHHBIM HaCTOSALEro
ncecneoBaHusa U POCCUMCKOro pernctpa 60/bHbIX KUCTO3HbIM GUOPO30M (AaHHble 2015 T.)
Table 1. Comparative analysis of the incidence of mutations in children with cystic fibrosis according to the present study and the Russian

register of patients with cystic fibrosis (data from 2015)

Yacrtorta annenei, aée .(%)
Ne MyTauusa Tun myTauum #
n=125 Mo gaHHbIM [3]

1 ¢.1521_1523del, p.F508del Oeneuns 96 (38,4) 51,7
2 ¢.1545_1546del, p.Y515* Oeneuns 22(8,8) 1,3
3 Cc.274G>A, p.E92K MwucceHe 17 (6,8) 2,4
4 ¢.54-5940_273+10250del21kb Oeneuns 12 (4,8) 5,7
5 ¢.3846G>A, W1282* HoHceHc 7(2,8) 1,8
6 c.1766+1G>C MHTpOHHas 5(2,0) 0,1
7 ¢.2052dup, p.Q685Tfs*4 MHcepumsa 5(2,0) 1,8
8 €.3909C>G, p.N1303K MucceHc 5(2,0) 1,4
9 c.1243_1247del, p.N415* Neneuns 4(1,6) 0,2
10 ¢.4004T>C, p.L1335P MwucceHc 4(1,6) 0,1




Ta6nuua 1. [TpogomxkeHne
Yacrtorta annene#, a6e .(%)
Ne MyTtauusa Tun myTauum #
n=125 Mo gaHHbIM [3]

11 ¢.580-1G>T MHTpoHHas 4(1,6) 0,2
12 ¢.1000C>T, p.R334W MwucceHc 4(1,6) 0,8
13 c.2012del, p.L671* Heneuus 4(1,6) 1,9
14 ¢.3196C>T, p.R1066C MucceHc 4(1,6) 0,3
15 ¢.3844T>C, p.W1282R MwucceHc 3(1,2) 0,3
16 ¢.1397C>G, p.S466* HoHceHc 2(0,8) 0,3
17 ¢.3209G>A, p.R1070Q MwucceHc 2(0,8) HA
18 €.1624G>T, p.G542* HoHceHc 2(0,8) 1,2
19 c.287C>A, p.A96E MucceHc 2(0,8) 0,04
20 c.3718-2477C>T WHTpoHHas 2(0,8) 2,1
21 c.550del, p.L184Ffs*5 Heneuus 2(0,8) HA
22 ¢.1735G>T, p.D579Y MucceHc 2(0,8) 0,1
23 ¢.3816_3817del,p.S1273Lfs*28 Heneuus 2(0,8) 0,3
24 c.442del, p.1148Lfs*5 Heneuus 2(0,8) HO
25 ¢.349C>T, p.R117C MwucceHe 2(0,8) 0,02
26 c.174_177del, p.D58Efs*32 [eneuuns 2(0,8) HA
27 ¢.3107C>A, p.T1036N MucceHc 1(0,4) HA
28 c.412_413insACT, p.L137_L138insH NHcepumsa 1(0,4) 11
29 ¢.3475T>C, p.S1159P MucceHe 1(0,4) 0,1
30 ¢.2589_2599del, p.1864Sfs*28 [leneums 1(0,4) HA
31 c.43del, p.L15Ffs*10 [eneuusa 1(0,4) 0,04
32 c.254G>A, p.G85E MucceHc 1(0,4) 0,1
33 c.358G>A, p.A102T MwucceHe 1(0,4) HA
34 c.4298A>G, p.E1433G MwucceHc 1(0,4) 0,02
35 c.1219del, p.E407Nfs*35 [Oeneuus 1(0,4) 0,02
36 c.353del, p.S118Lfs*6 [eneuusa 1(0,4) HA,
37 c.1657C>T, p.R553* HoHceHc 1(0,4) 0,2
38 €.2834C>T, p.S945L MwucceHc 1(0,4) 0,1
39 c.1488G>A, p.W496* HoHceHc 1(0,4) 0,02
40 c.831G>A, p.W277* HoHceHc 1(0,4) HA
41 c.1584+1G>A UHTpoHHas 1(0,4) 0,1
42 c.237G>A, p.-W79* HoHceHc 1(0,4) 0,02
43 c.2125C>T, p.R709* HoHceHc 1(0,4) 0,02
44 ¢.1735G>T, p.D579Y MwucceHe 1(0,4) 0,04
45 ¢.3140-26A>G WHTpoHHas 1(0,4) 0,02
46 ¢.1399C>T, p.L467F MucceHc 1(0,4) HA
47 c.1853_1863del, p.I618Rfs*2 [eneuusa 1(0,4) HA
48 c.3691del, p.S1231Pfs*4 [leneums 1(0,4) 0,5
49 €.2491G>T, p.E831* HoHceHc 1(0,4) HA
50 c.252T>A, p.Y84* HoHceHc 1(0,4) 0,1
51 ¢.1130dup, p.Q378Afs*4 NHcepumns 1(0,4) HA
52 ¢.3929G>A, p.W1310* HoHceHc 1(0,4) 0,13
53 ¢.3454G>C, p.D1152H MwucceHe 1(0,4) 0,1
54 c.580G>A, p.G194R MucceHc 1(0,4) HA
55 c.3927_3938del, p.W1310_Q1313del Heneuus 1(0,4) HA
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Ta6nuua 1. [pogonxeHne

Yacrorta annenei, aéc .(%)
Ne MyTtauus Tun myTauum #
n=125 Mo gaHHbIM [3]
56 c.3528del, p.K1177Sfs*15 Oeneuuns 1(0,4) 0,1
57 c.1708_1712del, p.L570Rfs*17 Oeneuns 1(0,4) HA
58 Cc.2619+1G>A MHTpOHHas 1(0,4) HA
59 ¢.328G>C, p.D110H MwucceHc 1(0,4) 0,02

Mpumedanme. # — yactota paccuntaHa Anst 250 CeKBEHUPOBaHHbIX anneneit. *UpHLIM WPHGTOM BbiaeneHbl BapuaHThl reHa CFTR, paHee

He onucaHHble B 6a3e faHHbix HGMD. Cpeawn Hux 4 BapuaHTa npeacTaBneHbl B POCCUMCKOM peructpe 60bHbIX KUCTO3HbIM Gprbpo3om 3a 2015 T.
nog Homepamu 34, 35, 39 1 42 (Ha OCHOBaHMM Pe3yNbLTaToOB HACTOSILLEro UCCNEA0BAHMS). HA — HET AaHHbIX.

Note. # — the frequency is calculated for 250 sequenced alleles. The boldface characters the CFTR gene variants previously not described

in the HGMD. Four variants of them are presented in the Russian register of patients with cystic fibrosis for 2015 under the numbers 34, 35, 39,

and 42 (based on the results of this study). H4 — not available.

MyTauuu, MyTalnu, NPUBOASLLME K HAPYLIEHWIO CNIANCUHTa,
M HebOosNblUMEe MHCEPLMM BCTPEYaNUCb C 4YacTOTOM MeEHee
10% (pwnc.). K nepBomy Kiaccy NaTtoreHHOCTH (HOHCEeHC-MyTa-
LUWKW; MyTauuu, cABUraloLiMe pamMKy CHMTbIBaHMS; MyTauuu
nepBOro W MOC/AEAHEro HyK/1eoTWAaa MHTPOHOB) OTHOCHATCS
33/59 (55,9%) mytaumu, obHapyeHHble y 76/125 (60,8%)
nauueHToB.

AHann3 Nosly4eHHbIX Pe3ynbTaToB C y4eToM reorpaduye-
CKOro NPOXKMBaHWS NaLMEHTOB U MX STHUYECKOW NPUHALNENK-
HOCTM NO3BONNJI ONPELENUTb, 4TO MyTauus c.1545_1546del,
p.Y515* o6HapyxeHa B nogasnsiolleM 60/bLIMHCTBE Cy-
YaeB y AeTen yeyeHcKow HapogHoctu (O 139; 95% AU
15-1257).

AHanU3 reHoTUN-PEHOTUNMUYECKUX Koppensauumn

YcTaHOBNEHO, YTO MEKOHMEBBIN U/EYC Yalle BCTpevascs
y NauMeHToB C MyTaLMSIMKU MEPBOW KaTeropmu naTtoreHHo-
CTW. Hanuyme myTtaumi nepBoro Knacca natoreHHOCTU Aaxke
B reTepPO3UroTHOM COCTOSIHUM CTATUCTUYECKMU 3HAYUMO MOBbI-
LIano BEPOSTHOCTb NOpPaXKeHUs neyveHu. PasBnTre naHkpea-
TUYECKOM He0CTaTOYHOCTH Yallle BCTPeYanoch y NaLMeHToB
C HOHCEHC-MyTauMaMK U MyTaLMSMK, CABUTaOWMMKU PaMKy
CUYUTbIBaHMUS. Hannmuymne MmncceHc-MyTaLmm xotst 6bl M0 OAHOMY
annento, HanpoTuB, 6b110 61aroNPUATHBIM MPOrHOCTUYECKUM
GaKToOpOM, YyKasbiBaloOWMM Ha HW3KUKW PUCK MOpaxKeHus
noaxkenyao4Hom xenesbl. CBA3W MyTalMi NepBoOro Knacca
NaToreHHOCTH C Pa3BUTMEM GPOHXO3KTA30B M MOUMO3HOMO
naHCUHyCUTa He BbISBEHO (Tabn. 2).

OBCYXAEHMUE

Pe3lome 0CHOBHOIO pe3ynbraTta uccinejoBaHus

MccnegoBaHo pacnpeaeneHune 4yactoTbl annenen u reHo-
TMnoB reHa CFTR y 125 nauneHToB C KUCTO3HbIM GHMOPO30M,
Ha OCHOBaHWM Yero onpefefieHa 4actoTa BCTPEYaeMoCTH
KaXkaoro M3 BbIIBEHHbIX annenen reHa CFTR u ycTaHOB-
NleHbl reHoTun-peHoTunuyeckme Koppensuuu. poBeaeH
aHanM3 Koppensiuum mMexay pasfivyHbiMK TUNaMu MyTauui
C HaNM4YMEM MaHKpeaTU4eCKOW HeaOoCTaTOYHOCTU, Moparke-
HUSAMW NEYEHW, HaNMYMeM GPOHXOIKTA30B M MOJUMO3HOMO
naHcuHycuTa. AHaNM3 NOMy4YEeHHbIX AAHHBLIX C Y4ETOM 3THU-
4YeCKOW MPUHAANEXHOCTU MaLMEHTOB MO3BOMA BMeEpBble
onucatb mytaumio ¢.1545_1546del, p.Y515* Kak mytaumio,
XapaKTepHYIo /19 YHeYEHCKOro aTHoca.

06cyXaeHue OCHOBHOIO pe3ynbTaTa UCC/ieJOBaHuUA

Pe3ynbtatbl 60/bLUMHCTBA POCCUWCKMX WMCCNefoBaHWM,
UMEIOLLMX MONEKYNAPHO-TEHETUYECKYIO HanpaBlEHHOCTb,
OoTpaxalTcsd B exerofHo nybnnkyemom otyeTe Peructpa
60JIbHbIX KUCTO3HbIM GUOPO30M B PP, TEM CaMbiM 0OBEKTU-
BM3MPYETCH KA4YEeCTBEHHbIV M KOIMYECTBEHHbIVM COCTaB MyTa-
umm reHa CFTR B P® [15]. Mo Bcen BUAMMOCTH, 3HAUYUTENb-
Hbl€ Pa3nnynsg B HacToTe BCTPEYAEMOCTH BbIIBIEHHbIX HAMM
neneunn ¢.1521_1523del, p.F508del n c.1545_1546del,
p.Y515* B cpaBHEHWUM C faHHbIMKW Pernctpa mMoryT 6biTb CBS-
3aHbl ¢ 60NbWKNM YMUCIOM BONbHbIX AETEN YEYEHCKOW HaLM-
OHaNIbHOCTH, BKIIIOYEHHBIX B Halle UccnefoBaHue, a Takxe
CO 3HayuTeNbHbIM YMCIOM FEHOTMMNOB, MpPeACTaBAEHHbIX
B Perunctpe nuwb ogHum annenem. OTHOCUTENbHAs 4acTo-
Ta 60MblUMHCTBA OOHAPYKEHHbIX B JaHHOM WCCNefoBaHWK
MyTaUui MNpeBbllaeT YacToTy 3TUX e MyTauuih, npuee-
[eHHbIX B Perncrpe. 31o Takxe MOXeT CBUAETENbCTBOBATL
0 reHeTUYyecKon Hefoo6CNefOBaAHHOCTM POCCUMCKMX MaLu-
E€HTOB BBMAY MCMNOJIb30BaHWS G0NbLIMHCTBOM NabopaTtopui
NMWb METOAMKM BbISIBAEHUS YacTbix MyTauui. Kpome Toro,
B Perncrpe otcyTcTBYeT 4YactoTa BcTpeyaemocTn 17 (29,3%)
MyTauun reHa CFTR, 06Hapy»KeHHbIX HAMW Ha CPaBHUTENbHO

Puc. HYactoTta BCTpe4aemMoCTi pasinyHbIX TUNOB MyTaLum

y 125 peten ¢ KUCTO3HbIM Grbpo3om

Fig. The incidence of different mutation types in 125 children
with cystic fibrosis
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Ta6nuua 2. [eHOTUN-GEeHOTUNNYECKUE KOPPENSaLnK Y eTel C KUCTO3HbIM GUGPO30M

Table 2. Genotype-phenotype correlations in children with cystic fibrosis

o OTcyTcTBUE/HanuumMe npusHakKa, aée (%)
DeHOTUNNYECKUH Tun MyTauwii oLl (95% M) -
NpUsHaK Het EcTb
MyTtauumn knacca 1 48 (41,0) 10 (8,5)
MeKoHuWeBbIV uneyc 3,9(1,0-15,0) 0,043
[pyrue mytauum 56 (47,9) 3(2,6)
MyTtauumn knacca 1 9(7,3) 68 (54,3)
MaHKpeaTnyecKkas 44(1,8-111) 0.001
HEA0CTaTOHHOCTbL [pyrve myTauuu 17 (13,8) 29 (23,5)
MwucceHc-myTaumm 5(4,1) 8(6,5)
MaHKkpeaTHyecKas 0,47 (0,14-0,55) 0.302
HEA0CTaTOHHOCTL [pyrue mMyTaumm 21(17,1) 89 (72,4)
MyTtauumn knacca 1 44 (35,8) 13(10,6)
LMppo3 neveHu 19,2 (2,4-152,1) 0,001
[pyrue mytaumm 65 (52,8) 1(0,8)
MyTaummn knacca 1 34 (27,6) 40 (32,5)
BpoHx03KTa3bl 1,2(0,6-2,4) 0,661
[pyrue mytaumm 25(20,3) 24 (19,5)
MyTtaumumn knacca 1 49 (39,8) 25(20,3)
Monunbl 0,9(0,4-1,9) 0,771
[pyrue mytauuu 34 (27,6) 15(12,2)

lMpumeyaHue. B CTaTUCTUYECKMI aHaNM3 NO NoKasaTesto «<MeKOHUEBDIN uneyc» BKIOYeHo 117 nauueHToB, B aHann3 no naHKpeaTuyecKon
HEeA0CTaTOYHOCTH, LIMPPO3Y NeYeHu, 6pOHX03KTasam v nonunam — 123 nauueHTa. s ocTaNbHbIX NaLMEHTOB AaHHblE O GEHOTUMUYECKOM

npu3HaKe OTCYTCTBOBASU.

Note. The statistical analysis for meconium ileus indicator included 117 patients; the analysis for pancreatic deficiency, cirrhosis, bronchiectases
and polyps — 123 patients. For the rest of the patients, there was no evidence of a phenotypic trait.

HebOosblIOW, NO MepKkam Peructpa, BbIOOPKE MNaLMEHTOB.
Mpun atom 12 (21,1%) BapuaHTOoB reHa CFTR OTCYTCTBYIOT
B ABYX BelyLnx MexayHapoaHbix 6a3ax AaHHbIX MO MyTauu-
am — HGMD [24] u cftr2.org.

O6palyaeT Ha ceba BHUMaHWE TOT daKT, 4YTO TPU HOH-
ceHc-MyTauun — ¢.237G>A, p.W79*, ¢c.252T>A, p.Y84*
n ¢c.1488G>A, p.W496*, nBe M3 KOTOPbIX ONUCaHbl HamM,
cogepartcs B Peructpe, 0gHaKo A0 CUX NOpP He YNOMSHYTbI
B Bedywux MexayHapoaHblx 6a3ax AaHHbiX. Kpome Toro,
neneums ¢.1243_1247del, p.N415* n mucceHc-myTaums
¢.3196C>T, p.R1066C, Kaxaas M3 KOTOpPbIX BCTpeTunachb
y YeTblpex 06cnefoBaHHbIX HAMU NaUWEHTOB, He NpeacTaB-
NneHbl B 6a3e  cftr2.org, oAHaKo yxe HeOAHOKPaTHO BCTpe-
Yanucb cpean POCCUMUCKMX OGONbHbIX paHee [25]. Takum
o6pasom, 11 BapuaHTOB reHa CFTR — ¢.2619+1G>A;
c.353del, p.S118Lfs*6; ¢.1708_1712del, p.L570Rfs*17;
c.3927_3938del, p.W1310_0Q1313del; ¢.580G>A,
p.G194R; ¢.1853_1863del, p.I618Rfs*2; c.4298A>G,
p.E1433G; ¢.1219del, p.E407Nfs*35; ¢.237G>A, p.W79%*;
Cc.831G>A, p.W277* n ¢.1488G>A, p.W496* — qBnstoTcs
HOBbIMW, HE OMUCaHHbIMKU paHee BapwaHTamu reHa CFTR.
MaTtoreHHocTb Bcex 11 BapuaHToB Oblna MNoATBepAeHa
cerperaumMoHHbIM aHann3oM. Bce 3T BapuaHTbl SBASIOTCS
CUHIITOHaMH.

Bonblias aons BbISIBAEHHbIX HAMW MyTauui onpeaens-
eT TsKenbln GeHoTMn nauueHToB, pacnonarasicb Ha CTbl-
K& 3K30HOB W WHTPOHOB W Hapywas ChaancuHr, NpuBoas
K COBWIY PaMKW CYUTbIBAHUS WM NPEXAEBPEMEHHON TEPMU-
Hauuun TpaHcnauun. JIOrMYHO, YTO U KPYMHbIE NEPECTPOMKU
reHa (B HaweMm uccnefoBaHum aeneuuns BTOporo v TpeTbero
9K30HOB reHa CFTR) TaKkXe OTHOCATCA K MyTauusiM, Bbl3bl-
BaloWMM Tsxenblh deHoTun. feHoTunbl, dopmupyoLmecs
ABYMS TaKUMKU MyTaLMSMK, CONPOBOXKAAIOTCA KNacCUYeCKUM

TeyeHMem 3aboNieBaHUsA C pa3BUTUEM MNaHKpeaTU4yeCcKon
HefOCTaTOYHOCTU U, COOTBETCTBEHHO, HEOOXOANMMOCTbIO NPHU-
eMa afeKBaTHbIX 03 naHKpeaTU4yecKnx GepmMeHTOoB C nep-
BbIX HEAENb XN3HU [26].

Ong MyTaumMin NepBoro Knacca natoreHHOCTU xapaKTep-

HO CYLLECTBEHHOE M3MeHEeHWe aMUHOKUCIOTHOW nocnepo-

BaTeNbHOCTU KoaMpyeMoro 6enKka U ero GpyHKLMOHaNIbHOM

AKTMBHOCTU, YTO B CBOIO O4YEPEAb MOXKET MPOSABAATLCS THKe-

NbIM KNMHUYECKUM TeuveHuem [27]. C uenbto NpoBeEPKK 3TOM

rMNoTe3bl Mbl MPOBE/IM CTAaTUCTUYECKYIO 06PabOTKY NONyYeH-

HbIX AAHHbIX AN YCTAHOBKM BO3MOXHbIX KOPPENALMIA MeXay

BbISBIEHHbIM FE€HOTUMNOM U GEHOTUNUYECKUMU MPOSBAEHU-

aMu 60onesHn y obcnefoBaHHbIX nauneHtoB. O6HapyXKeHbI

cnegfytolune 3aKOHOMEPHOCTH:

® B3aWMO3aBUCUMOCTb MEXLY HanuyMem MyTauun nep-
BOW KaTeropuu MaTOreHHoCTU U pas3BUTMEM Yy NaLMeH-
TOB MEKOHWEBOro uneyca, 4TO 4aCTM4HO coBnagano
C pesynbrataMu MccnegoBaHUs POCCUMIUCKUX aBTOPOB,
ony6nnkoBaHHoro B 2016 r. [28];

e MyTauuK NepBOro Kiacca NatoreHHoCTU accouunmMpoBa-
Hbl C HanM4YneM y NauMeHTOB MaHKpeaTUYeCKOW Hepo-
CTaTOYHOCTU U LIUPPO3a NeYEHH.

Taknum 06pa3om, HacTosilee nccnegoBaHue Ha BblGop-

Ke M3 125 poccunckux aeten, 60/bHbIX MYKOBUCLIMAO30M,

NPOAEMOHCTPMPOBAN0 KOPPENaLUMn TAKECTU KIMHUYECKON

KapTWHbl KUCTO3HOrO ¢GMbpo3a C KIacCoM MNaToreHHOCTU

BbISIBNIEHHbIX MyTauui. Kpome Toro, reHoreorpaduyeckas

OLleHKa MOJyYeHHbIX [aHHbIX C Mocnegylowum aHann3om

HauMOHaNbHOCTEN BMNepBble MO3BOMWAM ONWUCaTb MyTaLMio

c.1545_1546del, p.Y515* Kak MyTauuio, xapaKTepHyto ans

YeYeHCKOro aTHOCAa, YTO YKa3bliBaeT Ha addeKT ocHoBaTens.
Cpean BbISIBNEHHbIX HAMUW NaTOrEHHbIX BapuUaHToOB reHa

CFTR myTauun p.E831*, p.D110H, p.S945L, p.R117C,

i
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OpuruHanbHas ctaTbf

€.3718-2477C>T v p.D1152H BXOAAT B CMNMUCOK MyTa-
LMK, 0006pEHHbIX AN Ha3HayYeHus npenapaTta uBakadTop.
MoTteHumatopbl MBTP, HanpaBneHHble Ha aKTuBaunlo dYHK-
LMW MOHHOro KaHana (Hanpumep, MBakapTop), KOPPEKTO-
pbl, ynydlatoumMe MnpOoLECCUHT U TpaHcnopTupoBky MBTP
K MOBEPXHOCTU KNETKKU (Hanpumep, ntomakadrop), u manble
MOJSIEKY/bl, HanpaB/ieHHble Ha MNpeaoTBpPalleHue npexae-
BPEMEHHON TEPMWUHALMM TPAHCAALMK Y NALMEHTOB C HOH-
CeHC-MyTaLMUsaMU, NMPOXOAAT CTaauio paspaboTku nnMbo yxKe
0f06peHbl Ana Tepanun KUCTo3Horo pubposa [22].

OrpaHU4eHuUa UcciefoBaHuUA

B uccnegoBaHne ObiM BKIOYEHbI TONIbKO AETHU, MpPO-
uBawuwune Ha Tepputopum Poccuitickon Pepepaumm Ha
MOMEHT rocnuTanusaunn. BbiiBAEHHYIO 4acToTy MyTauuwn
B reHe CFTR HEBO3MOXHO 3KCTpanonmMpoBaTtb Ha BCO Nony-
NALUMIO POCCUNCKMUX AeTen BBUAY ManOYUCIEHHOCTU Ucche-
ayemon Bbl6OpKU. B nuTepaType onucaHbl MyTauuMu reHa
CFTR, pacnonaratowmecs rnyboko B MHTPOHHbIX 06/acTax
reHa, BapuaHTbl, NpeAcTaBnsiolMe COOB0OM MPOTAKEHHbIE
neneunn/gynnnKauumm, a TakKe CTPYKTYpPHble NMEepecTponKu
reHa [24]. JaHHble BapuaHTbl He MoOrnun ObiTb BbiiB/E-
Hbl BBWAY OrpaHMYeHUM mMeToha MacCOBOro napaniefbHo-
ro CEKBeHMpoBaHudA. [Ans uX oBHapyxeHus HeobXxoaMMo
MCNonb30BaHWe [pYyrux MeTOoAO0B MCCNeAoBaHWs, Hamnpu-
Mep KonunvectBeHHou MNLP B pexume peanbHOro BpeMeHU
M MynbTUNNEeKcHon nurasHon MUP (MLPA). Kpome ToOro,
MCnonb3yembli B UCCNEAOBaHUMM METOL He Mno3BOonser
BbISIBNIATb KOMMYECTBO MOBTOPSIOWMXCH 371EMEHTOB EHO-
Ma (3KCNaHCWUKU On-/TPUHYKIEOTUAHbIX NMOBTOPOB), YPOBEHb
MetTunupoBaHua [HK, c6anaHCuMpoBaHHble XPOMOCOMHbIE
NepecTponKM 1 NOAUMNIONANK, @ TaKKe OAHOPOAUTENbCKUE
LNCOMUUK, JeNelnn U UHCEPLUMU, NMPOTAKEHHOCTbIO 6onee
20 n.H., B HEKOTOPbIX Cy4asax — MyTauuu B reHax, MMeto-
LMX NCEBAOMEHbl, MO3anUyHble BapuaHTbl MyTaLui, MyTauum
B MHTPOHHbIX 061aCTSAX, HAX0AALWMXCS HA PacCTOSHUK 6onee
20 n.H. OT 9K30HOB, a TaKXe MyTauuu B ApYyrux obraactax
reHoma, He SBMSIOWMXCA TapreTHbIMU, 3NUreHeTU4yecKue
W HeHacneacTBEHHble (comaTtuyeckue) mytauuu. W, Hako-
Hel, elle OAHMM OrpaHUYeHWEM UCCnefoBaHMa ABASIOCH
OTCYTCTBME MHOIrOPaKTOPHOro aHannsa reHoTun-GeHoTUnu-
YECKMX KOpPPEensaunMn ¢ y4eTomM BCeX OCOBEHHOCTEN TeYEeHUS
3abo0neBaHus.

3AK/TIOYEHUE

MonekynspHo-reHeTMyeckoe obcnegoBaHne 125 poc-
CUNCKMX AeTEN C KUCTO3HbIM GMBPO30M MO3BOJIUIIO BbISBUTD
59 pasnuyHbix MyTaumin reHa CFTR, 11 n3 KOTOpbIX OKa-
3a/UCb HOBbLIMW, HE OMWUCaAHHbIMKU paHee: C.2619+1G>A;
c.353del, p.S118Lfs*6; ¢.1708_1712del, p.L570Rfs*17;
€.3927_3938del, p.W1310_Q1313del; ¢.580G>A,
p.G194R; ¢.1853_1863del, p.I618Rfs*2; ¢.4298A>G,
p.E1433G; ¢.1219del, p.E407Nfs*35; c.237G>A, p.W79*;
c.831G>A, p.W277%*; ¢.1488G>A, p.W496*. Mytauus

c.1545_1546del, p.Y515* xapaKTepHa AN 4YeyeHCKoun
nonynauMoHHOM rpynnbl. BblNo NokasaHo, YTO TakMe GeHo-
TUMUYECKME MPUBHAKM KNCTO3HOrO GMbpo3a, KaK pa3Butue
MEKOHWEBOro uneyca, nNaHKpeaTUyecKass HeAOCTaTOYHOCTb
W Hanuyne LMppo3a NevyeHu, Yalle BCTpeyatoTes y nauueH-
TOB C MyTauMsSMKW NEPBOM KaTeropuMn NatoreHHocTH, a rete-
PO3UIrOTHbIE MUCCEHC-MYTaLMK, B CBOIO 0Yepeab, ABASoTCS
61aronpmMaTHbBIM MPOrHOCTUYECKUM (DaKTOPOM OTCYTCTBMSA
nopaKeHusa NoAKeNyaA0HHOM Kenesabl.
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JleTn JOWKOAbHOIO U LWKOJIbHOr0 BO3pacTta OTHOCSITCS K rPyrnne pucKa pasBuTUs HEAOCTAaTOYHOCTN BUTAMUHOB. CKPUHUHI
06ecrneqyeHHOCTH AeTern BUTaMMUHaMM OCTaeTCsl aKTyaslbHoM rnpobaemoin neavatpuu. Llenb nccnegoBaHus: onpeneantb
pacrnpoCcTPaHEHHOCTb HU3KOM SKCKpeLmn BOAOPacTBOPHUMbIX BUTAMUHOB CpPeAM 3[J0POBbIX AE€TEH [OLKOIbHOMO M LUIKOJb-
Horo Bo3pacTta. Metogbl. VicciegoBaHue npoBegeHo B mapTte-anpene 2017 r. Y 340p0Bbix AETEN ONPEAEs/IN IKCKPeLUo
C MOYOoM (YTPEHHSS nopuusl, cobpaHHas HaTouaK B TeyeHne 30-120 MUH ocae HOYHOro MOYEeMUCyCKaHMs) MeTaboIMToB
ButamuHoB C, B;, B, U Bg. PubopnasuH (Metabomt BuTaMnHa B,) onpesensin cnektpogiyopumMeTpruyeckm TUTPOBaHUEM
pUbopIaBUHCBA3LIBAIOWMM arnobesikoMm; 4-rnupuaoKCUI0BYIO KUCIOTY (MEeTabosIMT BUTaMuHa Bg) n TnamuH (Metabonnt
BuUTaMuHa B;) — ¢ayopecLeHTHbIM METOA40M, aCKOPOUHOBYIO KUCI0TYy (MeTaboauT ButammHa C) — MeTogoM Bu3yaslbHO-
ro TUTPOBaHUs peakTMBOM TuabMaHca. HU3Kou (3KBMBa/IEHT HEAOCTAaTOYHOCTHM BUTaMMHA) CYNTaIM IKCKPELUMo TUaMnHa
< 7,10, 11 n 12 mMKr/4 u pubopnaBuHa < 6, 9, 10 n 13 MKr/4 y ageten B Bo3pacte 3-5, 6-8, 9—11 u crapwe 12 net cooT-
BETCTBEHHO; 4-NnpuaoKcmnaoBon Kmucaotel — < 40, 60 n 70 MKr/4 y geten 3-5, 6-8 u = 9 net, acKopbUHOBOM KMC/I0Tbl —
< 0,2 1 0,4 mr/4y geten B Bo3pacte 3—11 n = 12 netT cOOTBETCTBEHHO. Pe3ynbTatbl. SKCKpeLmno MeTabo/IMTOB onpeje-
annmn 'y 39 geten (20 geBoyek), 3 Hux 14 peten B Bo3pacte 4—6 net n 25 geten B Bo3pacte 7—14 net. HU3Kuii ypoBeHb
OKCKpeLMM acKopbMHOBOH KUCIOTbl 06Hapy»KeH y 13 (33%) paeten, TnammHa — y 24 (62%), pnbopaaBmHa — y 16 (41%),
4-nnpuaoKCHMI0BON KUCIO0Tbl — y 26 (67%). HU3Kas aKcKpeLuss XoTss 6bl 04HOro MetTabosimTa BUTaMuHa 6blsia 0BHapyKe-
Ha y 30 (77%) neten, 3 n 6onee MetaboMTOB 0gHOBPEMEHHO — y 15 (39%). aKno4eHne. H13Kui ypoBEHb IKCKpeLUn
C MO4YOH1 MeTaboIMTOB XOTH 6bl 0JHOro BogopacTBopumoro ButamumHa (C, B, B, n Bg) BcTpedyaeTcs y 60/blMHCTBA AeTen
JOLLKOJIbHOrO M LWKOJIbHOI0 Bo3pacrTa.

Knro4yeBble cnoBa: 4eT1, BOAOPACTBOPUMbIE BUTAMUHbI, METABO0INUTbI, IKCKPELUS, MOYa, HEAOCTATOYHOCTb, CKPUHUHT.

(Ansa yntupoBaHusa: MarkapoBa C.[., BpxecuHckas O.A., KogeHuoBa B. M., MNepesepaea O.T., JleoHeHko C.H., Typtn T.B.,
fAcakos [.C. IKCKpeL s BogopacTBopuMbIx BUTaMUHOB (C, By, B, 1 Bg) ¢ Mo4oW y 340pOBbIX A€Tel AOLKOMIbHOIO U LLKOSIb-
HOro Bo3pacra: 0AHOMOMEHTHOE UccnefoBaHue. Borpocsl coBpemeHHou negmatpumn. 2018; 17 (1): 70-75. doi: 10.15690/

vsp.v17i1.1857)

OBOCHOBAHME 3aBUCUMBbIX 3aboneBaHui [5]. PaHee npu obcrnegoBaHuu
HefocTaTo4HOCTb BUTaMWUHOB Y AE€TEN CBA3aHa C Npu- POCCUMCKUX AeTen, noceljalowmnx AeTCKUE [AOWKO/bHbIe
3HaKamMu MeTabOoNIMYEeCKUX HapyweHWn — MOBbIWEHHbIM obpasoBaTefibHble y4YpeXaeHus, O6blI0 OOHapPYXKEeHo, 4TO

MHOEKCOM Macchl Tena [1-3], NOBbIWEHHbIMU YPOBHAMU
nMHcynnHa u C-nentupa [1, 3], HapyweHUSMKU AUNUAHOMO
obmeHa [1], npu3Hakamu auchyHKUMU IHAOTENNS COCYa0B
(noBbiweHMe ypoBHSA C-peaKTMBHOroO 6enKka M romouucre-
MHa Ha (OHE HU3KOW KOHUEHTPaLUWW B KPOBWU BUTaAMMU-
HoB rpynnbl B [1]), HapyweHneM GyHKUUKU nevyeHn (NoBbl-
LUEeHNWEe aKTMBHOCTM anaHWuHamuHoTpaHcdepasbl) [1, 4].
HepoctatoyHas ob6ecneyeHHOCTb geten ButamnHamm A, C,
PP, D, Bg 1 By, NoBbIWaeT pUCK 3aAep K TEMMNOB GU3N-
4YeCKOro pas3BuTMS B 2 pas3a M pasBWUTUS anMMeTapHO-

JMLWb KaXKablK NaTbii pebeHOoK obecnevyeH BCeEMM Boaopac-
TBOPMMbIMK BUTaMUHamu [6, 7], y 40% aeten oTmedancs
NoOAUIrMNOBMUTAaMUHO3 [8, 9].

Hu3Kkoe copepykaHve BUTAaMWHOB B MoYe ABASETCHA
MapKepoM MOCTYNieHnss BUTaMUHOB ¢ nuwen [10, 11],
NMOCKOMbKY MOYevyHas 3KCKpeuuss BUTaMUHOB CHUXKaeTCH
paHblle, YeM MPOMCXOAUT CHUMKEHUE WX YPOBHS B KPOBU
[12]. B aTOM CBA3M MOHWMTOPMHI 3IKCKPELMU BUTAMUHOB
C MOYOM OCTaeTcss MEPMaHEHTHOW KIIMHMYECKOM 3adadvemn,
NOCKO/bKY NO3BONSET OLEHUTb, LOCTAaTOYHO I BUTAMUHOB



nocTynaeT ¢ pauMOHOM MUTaHUSA, COCTaB M Cnocobbl Npwu-
roToBNAEHUA 604 KOTOPOro npeteprneBaloT MOCTOSAHHbIE
N3MEHEHMUS.

Llenblo Hawero uccnegoBaHus 6bi/10 oNpeaennTb pac-
NPOCTPAHEHHOCTb HW3KOW 3JKCKPeuun BOAOPACTBOPUMBbIX
BMTaMMHOB Cpean 300POBbIX AeTeV AOLWKOAbHOMO M LWKOSb-
HOro BO3pacTa C YTPEHHEW nopunern Moyu, cobpaHHOM
HaToLLaK.

METOAbI
Aun3aiH nccnegoBaHus
lpoBeaeHO 0AHOMOMEHTHOE UccneoBaHue.

Kputepumu cootBeTcTBUA
Kputepnn BKIOYEHUS:

e 1eTu B Bo3pacTe oT 3 Ao 18 ner;

e neTn 6e3 TaXKenon comaTM4ecKon NaTtonorum, Ha MOMeHT
o6cnegoBaHus NPaKTUYECKN 300POBbLIE;

® roanvcaHHoe MHOOPMUPOBAHHOE corfacue poauTenen
Ha y4acTue B UccnefoBaHuu.

Kputepnn HeBKIOYEHUS:

® MpUEM BUTAMUHHbLIX MU BUTAMUHHO-MUHEPANbHbIX KOM-
NJEKCOB, a TaKKe OMONOrMYECKN aKTUBHbIX A0GABOK,
COAepKalMX BUTAMUHbI, B Te4eHMe NocnegHunx 2 Mec
(MO AaHHbIM Onpoca poauTenen/3aKkoHHbIX NpeacTaBu-
Tenen pebeHkKa).

YcnoBusa npoBegeHus
B nccnepoBaHve BRIOYaNW AeTen Nocne KOHCyNbTauum
BpavyoM-neagnaTpom, npoBeaeHHOM € MNpodPUNaKTUYECKON

Svetlana G. Makarova®' 2, Oksana A. Vrzhesinskaya®, Vera M. Kodentsova3, Olga G. Pereverzeva®,

uenbto B KNMHUKO-gnarHoctnyeckom LeHtpe ®rAy «HMULL
300poBbs geten» MuHsgpaBa Poccun (Mocksa). Jlabopa-
TOpPHblE MUCCNeaoBaHWS BbIMOMHEHbI B nabopatopun BuTa-
MWHOB U MWHepanbHbix BeuwecTB PIrBYH «DenepanbHbin
ncenenoBaTeNlbCKUM LLEHTP NUTaHUS, GUOTEXHONOMNK N 6e30-
nacHocT1 nuwm» (Mocksa).

MpoaonKuTenbHOCTb UCCNefoBaHUsA
UccnegoBaHne npoBedeHo B nepuod ¢ 13 mapTta no
14 anpena 2017 1.

Ucxopabl uccnegoBaHus

B nccnepoBaHun onpegensanu gonto (%) Aeten, MMeBLKnX
HU3KWUIA YPOBEHb 3IKCKPELMM C MOYOM BOAOPACTBOPUMbIX
ButammHos C, B;, B, n Bg. Kpome TOro, ycraHasnunanu
HanMyne NoaMrMNoBUTaMMHO3a (HM3Kas IKCKpeLmMs ¢ MOYon
ogHoBpeMeHHO 3 u 6onee BUTAaMWHOB). [OMONHUTENLHO
OLlEHMBaNM pasnyusa B 3KCKpeLuMM C MOYOW BUTAMWUHOB
y AETEN [IOLIKONIbHOTO M LLKOJIbHOrO BO3pacTa.

MeToabl perucrpayum UuCxoaos

OueHKa 06ecnevYeHHOCTU opraHMamMa BUTaMUHaAMM MNpo-
Be[eHa No BEIMYMHE IKCKPELMUU UX METAaBONUTOB C YyTPEH-
HEen nopuuen Mouyum, cobpaHHOW B AOMALUHMX YCNOBUAX
B TeyeHne 30-120 MMH HaToWaK Mociae HOYHOro MoYeuc-
nyckaHus [13]. BmecTe ¢ 06pa3LOoM MO4YM poauUTeNn LeTen
npegoctaBaann MHGopmauunio 0 Bo3pacTte pebeHKa, Bpe-
MEHM NepBOro (nocse HOYHOro CHa) M BTOPOro (YTPEHHErO)
MOY€ENCNYCKaHMS.

Pub6odnaBuH (meTabonut BuTaMuHa B,) onpenensnu
CNEKTPOPNYOPUMETPUYECKM TUTPOBaAHMEM pPUBOPNABUH-
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Urinary Excretion of Water-Soluble Vitamins (C, B,, B,, and Byg)
in Healthy Children of Preschool and School Age:

A Cross-Sectional Study

Background. Children of preschool and school age are at risk of developing vitamin deficiency. Screening of the vitamin provision
of children remains an urgent problem of pediatrics. Objective. Our aim was to determine the prevalence of low excretion of water-
soluble vitamins among healthy preschool and school-age children. Methods. The study was conducted in March-April 2017. We
determined the urinary excretion (fasting morning portion collected during 30—-120 min after night-time urination) of metabolites
of vitamins C, B;, B,, and Bg in healthy children. Riboflavin (vitamin B, metabolite) was determined spectrophotometrically by titration
with a riboflavin-binding apoprotein; 4-pyridoxyl acid (vitamin Bg metabolite) and thiamine (vitamin B, metabolite) — by fluorescent
method, ascorbic acid (vitamin C metabolite) — by visual titration with Tillman’s reagent. The excretion considered to be low (equivalent
to vitamin deficiency) when thiamine excretion was < 7, 10, 11, and 12 ug/h and riboflavin < 6, 9, 10, and 13 ug/h in children aged 3-5,
6-8, 9-11, and above 12 years, respectively; 4-pyridoxylic acid — < 40, 60, and 70 pug/h in children aged 3-5, 6-8, and = 9 years,
ascorbic acid — < 0.2 and 0.4 mg/h in children aged 3-11 and = 12 years, respectively. Results. Metabolites were excreted in
39 children (20 girls), 14 of them aged 4—6 years and 25 children aged 7—14 years. A low level of ascorbic acid excretion was found in
13 (33%) children, of thiamine — in 24 (62%), of riboflavin — in 16 (41%), of 4-pyridoxyl acid — in 26 (67%). Low excretion of at least
one vitamin metabolite was detected in 30 (77%) children, of 3 or more metabolites simultaneously — in 15 (39%). Conclusion. A low
level of urinary excretion of metabolites of at least one water-soluble vitamin (C, B;, B,, and Bg) occurs in most preschool and school-
age children.

Key words: children, water-soluble vitamins, metabolites, excretion, urine, deficiency, screening.
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cBA3blBalOWMUM anobenkom [14]; 4-NnMpUaOKCUNOBYO KUCO-
Ty (MeTabonut BUTaMuHa Bg) 1 THAMUH (MeTaboNInT BUTaMU-
Ha B;) — dnyopecLeHTHbIMM MeTogamu [13]. ACKOPOMHOBY!IO
Kucnoty (ButamuH C) onpepensnn MeToLoM BM3yasnbHOMo
TUTPOBaHWSA peakTMBoM TunbmaHca [13]. [opor 4yyBCcTBUTENb-
HOCTW (Npeaen obHapyxeHus) ang pubodnasuHa ycTaHOBIEH
Ha ypoBHe 0,03 MKr/mA, ana 4-nMpuaoKCUIOBON KUCNOTbl —
0,01 mKr/mn, gna TmamuHa — 0,05 MKr/mn, ansg ackop-
6uHoBOM Kucnotel — 0,02 MKr/ma. Bocnpon3BoanMocCTb
MeToAOB ornpefenenns pubodnaBuHa U TMaMmHa — 6,4%,
4-NUPUAOKCHUIOBOKN KNCNOTbl — 3,6%, aCKOPOGMHOBOM KMUCIIO-
Tol — 5,4% [13]. HYacoBylo 3KCKpeLuto metabonuta BUTaMu-
Ha paccyuTbiBanu no popmyne:

¢ X V X 60/t (MKr/y),

rae ¢ — KOHUeHTpauusa metabonuvta BUTamMuHa B
MKr/cM3; V — 06beM Mouu, COGpaHHOi HaTowakK (B cm3)
3a BpeMsa t (MUH); 60 — KOIPPUUMEHT nepecyeTa MUHYT
B 4ac.

Hn3Kkon (aKBMBaNEHT HeAOCTAaTOYHOCTU BUTAMMHA) CYHU-
Tanu 3KCKPeLMo TMaMuHa (MKr/4) < 7 Ong LeTen B BO3-
pacte 3-5 net [15], < 10 — anga peten 6-8 net [16],
< 11 — pna peten 9-11 net [17], < 12 — pgnga peten
= 12 net [18], pubodpnaBmHa — < 6 [15], <9 [16], <10 [17]
M < 13 MKr/4 [18] cOOTBETCTBEHHO; 4-MUPUAOKCUIOBOM KUC-
notbl — < 40 anga geten 3-5 net [15], < 60 MKr/4 ang getemn
6-8 net [16] v < 70 anqa petent = 9 net [17]; acKOPOGUHOBOM
Knucnotbl — < 0,2 Mr/4 ans aeten B Bo3pacte 3—11 net [15]
n < 0,4 mr/y onqa geten = 12 net [19].

AHTpOnoMeTpUUYEeCKUEe U3MEpPEHUs

OueHKa ©®U3MYECKOro pasBuUTUA OeTer npoBedeHa
¢ ucnonb3oBaHueM nporpammbl WHO AnthroPlus. Hop-
MafbHbIMWU MOKa3aTenamu GU3N4ecKoro pas3BuTUS cyuTa-
v 3HadveHunsa Z-scores WAZ (macca Tena Ans Bo3pacTta),
HAZ (onuHa Tena/pocT ans Bo3pacta) u BAZ (MHaekc
Macchl Tena Aans Boadpacta) B npegenax > -2SD / < 2SD
[20]. ednunt maccoel Tena yctaHaBaMBanu npu BeaMymHe
Z-score WAZ < -2SD, 436bITOYHYIO Maccy Tena — npu
Z-score WAZ > 2SD.

JTHyeckan aKcnepTusa

MpoBeaeHne nccnegoBaHns 66110 0406PEHO NOKANbHbIM
aTn4yecknm Komutetom HMMUL, 3g0poBbs aeten (NPOTOKON
N2 2 o7 21.02.2017 r.).

CTtaTuCcTMY4ECKUI aHaNu3
lMpuHUKNbI pacyeTa pa3dMmepa BbIGOPKH
Pa3mep BbIGOPKM NpeaBapuTeNbHO HE pacCyYuTbiBaCs.

MeToabl CTaTUCTUHYECKOIro aHa/iu3a aHHbIX

AHanM3 AaHHbIX BbIMOJHEH C MOMOLLbIO MakeTa craTu-
cTMyeckux nporpamm IBM SPSS Statistics 20.0 (IBM, CLUA).
KonnyecTBeHHble NoKalaTenun nNpeacTtaBieHbl ¢ YKa3daHWeM
MeauaHbl (25-ro; 75-ro npoueHTunen). CpaBHEHWE 3KC-
KpeLnn BUTaMUMHOB C MOYOW B rpynnax AeTew AOWKONbHO-
ro U LKOMIbHOrO BO3pacTa BbIMOAHEHO C UCMONb30BaHUEM
TOYHOro Kputepus duliepa AN OLEHKW Pasivyunin Mexay
[ONSMU ABYX BbIOGOPOK.

PE3Y/IbTATbI

Y4yacTHUKK uccnepoBaHusa

B nccnepoBaHue 66110 BKIOYEHO 39 nNpaKTUYEeCKU 340-
poBbIx aeTer (20 aeBoyek), U3 HMX 14 B Bo3pacTe 4—6 ner,
25 — 7-14 nert. Nokazatenn GU3M4YECKOro pa3BuUTUS COOT-
BETCTBOBaNM Hopme oaHoBpemeHHo no WAZ, HAZ n BAZ
y 37 (95%) y4yacTHMKOB uccneaoBaHus. Y 2 aeten Obiiu
onpefeneHbl OTKNOHEHUS B GU3MYECKOM PasBUTUN — HKU3-
Kasa (BAZ = -2SD) un n36biToyHasa (BAZ = 2SD) macca Tena
COOTBETCTBEHHO.

JKCKpeLuuss meTaboIMTOB BUTAMUHOB C MO4YOM

CHMXEHHas 9KCKpeLms aCKOPOUMHOBOM KUCIOTbl C MOYON
BbiiBNAAacb y 1/3, pubodnaBuHa — 6Gonee yem y 40%,
TMaMMHa U 4-NMPUOOKCUNOBON KUCNOTbl — 6onee 4eM y 60%
ob6cnefoBaHHbIX geten (Tabn. 1). HopmanbHbIM YPOBEHb
3KCKpeLuun ¢ Mo4oi BUTaMUHa Bg 6b1 vt y 2 (5%) aeten.
B uenom no BbIGOPKE HU3Kas IKCKpeuus mMeTabonuToB
XOTS1 Obl OHOI0 M3 YeTbIPEX BUTAMMHOB Oblia 0OHapyXKeHa
y 30 (77%), Tpex n 6onee MeTaboNUTOB OAHOBPEMEHHO —
y 15 (39%) neten.

CTaTUCTUYECKM 3HAYUMbIX Pa3MyUiA Mexay 4HacToTom
BbISIBNEHUSA aeduumTa oTaeNbHbIX BUTAMUHOB M UX COYETaH-
HOW HeJOCTaTOYHOCTU CPeaM AeTer JOWKOMbHOMO U LWKOMb-
HOro Bo3pacTa He BbIiBNEHO (Tabn. 2).

OBCYXKAEHME

Pe3iome oCHOBHOro pe3syiabraTta UccinefoBaHus

HWU3KWIN ypoBeHb 3KCKpeuunn meTabonnTtoB BOAOpac-
TBOpUMbIX BUTamunHoB C, B;, B, 1 Bg ¢ MO4Oi o6HapymeH
y 60/IbLUMHCTBA NPaKTUYECKN 3[J0POBbIX AETEN AOLLIKONIbHOIO
W LWKOMbHOMO BO3pacTa.

06GcyaeHue OCHOBHOIo pe3ynbTaTta uccnefjoBaHusa

ButamuHbl U MUHEpaNbHble BeLLleCcTBa — 3CCeHLMalb-
Hble cocTaBnsolWMe paunoHa nuTaHusa. CoaeprkaHue ux
B CyTO4YHOM PaLlMOHE MOXET 3HAYUTENbHO KoNebaTbCs B CBA-
31 C UeNbiM PSAOM MPUYKUH, K KOTOPbIM OTHOCATCS KaK BblOop
61104 ¥ NULLEBbIE NMPUBbLIYKK, TaK U KAYeCTBO NPOAYKTOB —
YC/IOBUSI U CPOKU WX XPaHEHWUs, Crocobbl MPUroTOBIEHUS

Ta6aunua 1. HYacoBas akcKpeuus MetabonnToB BUTaMmHa C v BUTaMUHOB rpynnbl B ¢ moyoit y aeten
Table 1. One-hour urinary excretion of metabolites of vitamin C and B vitamins in children

3Hauenus Hu3kas sKcKpeuus
MNokasartenb = o
MeauaHa (25-i1; 75-1 NPOLLEeHTHN) min-max ¢ MoHo#, aGe. (%)
AcKop6uHoBas KUcnoTa, Mr/4 0,37 (0,20; 0,68) 0,01-1,80 13(33)
TWaMuH, MKr /v 8,2(4,9; 23,8) 0,4-35,2 24 (62)
Pu6odnaBuH, MKr/4 12,2 (7,0; 13,9) 0,6-64,6 16 (41)
4-nMpUAOKCHMNIOBas KUCNoTa, MKI/4 37,5(28,2;62,6) 1,9-119 26 (67)




Ta6nuua 2. H1u3Kan aKcKpeLms meTabonnuToB BUTaMuHa C v BUTaMUHOB rpynnbl B ¢ MOYOI y AeTew JOWKONbHOMO 1 LWKOALHOro BO3pacTa

Table 2. Low urinary excretion of metabolites of vitamin C and B vitamins in preschool and school-age children

Mokasartennb Oetn 4-6 net,n =14 Oetn 7-14 net,n = 25 p
AcKop6urHOBas KncnoTa, abe. (%) 5 (36) 8(32) 1,000
TuamuH, a6e. (%) 6(43) 18(72) 0,095
Pu6odnasuH, abe. (%) 4(29) 12 (48) 0,317
4-nupuaoKcHunoBas Kucnota, aée. (%) 9 (64) 17 (68) 1,000
Hu3Kkas aKckpeymns
XoTs 661 1 MeTabonuTa, abe. (%) 4 (29) 5(20) 0,696
1-2 MeTabonnToB 0AHOBPEMEHHO, abC. (%) 3(23) 9 (36) 0,477
= 3 MeTab0/IMTOB 0IHOBPEMEHHO, a6c. (%) 4(29) 11 (44) 0,496

lMpumeyaHune. KpUtepumn HU3KOM IKCKPELIMM ANst KaxKaoro Metabonuta BUTaMUMHOB € y4€TOM BO3pacTa AeTel npeactaBneHbl B pasgene METO/bI

(«<MeToabl perucTpaLmn UCXOA0B»).

Note. Criteria for low excretion for each metabolite of vitamins, taking into account the age of children, are presented in the METHODS section

(Methods for registering study outcomes).

MUK M TEXHONOIMYECKUE MpPOLLECChl MPW MPOU3BOACTBE
nuLLEeBbIX NpoayKToB [21].

B 2003 r. 6bina npuHgata [mobanbHaa cTtpaterns BO3
B 06nactM pauuMoHa W pexuma nuTaHus, Pu3nyYeckon
aKTMBHOCTU W 300POBbS: KOHCyNbTaTMBHas BCTpeYa CTpaH
EBponenckoro pernoHa [22] v Hame4yeHbl NyTU MO Yyayu-
LWEeHMIO 340pOBbsi HaceneHus B rnobanbHOM MacluTabe,
npu aTom ocoboe 3HayveHwne npugasanocb nNpobneme Hepo-
CTAaTOYHOCTM MUTaHMS M AeduLMTa MUKPOHYTPMEHTOB. Paa
nocneaylowmx nHMumMaTuB BcemupHoW opraHu3daumu 3apa-
BOOXPAHEHWS, MOCBSLLEHHbIX MUTAHWIO, TaKXe BO MHOMOM
aKUeHTMpyeT BHUMaHuWe Ha npobremMe «CKPbITOro rono-
a» — MWKPOHYTPUEHTHOM HefoCTaTo4YHOCTH [23—-25]. bbifio
chopMynMpPoBaHO MOHATHE «POrpaMMUpOBaHue naoja» —
rmnoTe3a MpeHaTaNbHOIO MpPOrpamMMMpoBaHns, KoTopas
npegnonaraet, 4TO0 WM3MEHEHUS MUTaHUA WU IHLOKPUHHOIO
crtatyca 6epeMeHHON XEHLWMUHbl W, COOTBETCTBEHHO, BHY-
TpUyTPOOHO pas3BMBalowWwerocs pebeHka NpUMBOAAT K ajan-
TauusiM B Mpolecce pas3BUTUS, UMEKOWKUM [0JrOCPOYHbIE
nocneacTsusg, npegpacnonaralolmMm B AanbHENWeM K cep-
[A€4YHO-COCYANCTbIM, METaBONMYECKUM M IHAOKPHUHHBLIM 3a60-
neBaHuam [24].

Ona oueHkn 06ecnevyeHHOCTM OpraHu3mMa BUTaMWHAa-
MW MCMONb3YIOT pasinyHble crnocobbl. PacyeTHble meToabl
noTpebeHnss MNULEBBLIX MPOAYKTOB M MULLEBbLIX BELLECTB
He y4uTblBaloT CTeneHb YCBOSAEMOCTH (T.e. GUOAOCTYMHOCTb)
KOHKPETHOro BMTaMMHa U pa3mep GaKTUYECKU CbeAeHHOM
[eTbMW MNopLMKM TOro UaM MHoro 6ntoga [21]. Mexay Tem
YyCBOSIEMOCTb BMTAaMWHOB rpynnbl B M3 pasHbIXx NpoayKToB
MOXET KonebaTbCs B 3HaYUTENbHbIX Npeaenax [26]. OueHka
BUTAMWUHHOIO cTaTyca AeTer Mo COAEPKaHWI BUTAMUHOB
M UX MeTabonuMToB B KPOBWM WIWM MOYe [aeT 6onee 00b-
EKTUBHYIO MHOPMALMIO MO CPaBHEHWUIO C pesy/nbTaTamu
OLeHKM N0 haKTUYEeCKOMY MUTaHUIO, MONYYEHHBIMU AHKETHO-
OnNpoOCHbIMKU MeToaamu [26]. MNprU3HaHHBIM HEMHBA3UBHbBIM
METOAOM SIBASIETCA ONpeAeneHne 3KCKpeLun BOAOPacTBoO-
PUMbIX BUTAMMHOB C MOYON [26]. YMEHbLUEHNE 3KCKPELMn
BUTAaMWUHOB C MOYOMN ABASETCH YYBCTBUTENbHBIM U PaAHHWM
[MarHoCTUYECKMM MapKepoM MX HegocTtatoyHocTu [10, 11],
NMOCKONbKY MPEAWECTBYET CHUMKEHUIO UX YPOBHHA B KPOBMU
[12]. MpoBeneHHOe B pamMKax HaCTOsEero uccrneaoBa-
HUA U3ydyeHne obecneyeHHOCTU feTen BUTamuHamu C, By,

B, n Bg ¢ ucnonb3oBaHueM onpegeneHns BUTaMUHOB U UX
MeTabo/IMTOB B MOYe NoKa3ano HeAoCTaTo4qHyo0 o6ecneyeH-
HoCTb BuTamunHoM C 1/3 geten, BUTaMMHOM B, — npakTtu-
YEeCKM NOoJIOBUHbLI fieTen, a B, n Bg — 6osiee 4eM NonoBUHbI
neten. [py 3TOM CHUMKEHHAs 3KCKpeuns 4-nMprUaoKCHUI0BOM
KWUCNOTbl Morfia ObiTb 06YC/0BNEHA HE TONbKO HeLoCTaTou-
HbIM coAepXaHueM BUTamunHa Bg B paLmoHe, HO U GyHKLMO-
HaNbHOM HeJOCTATOYHOCTbIO BCneAcTBUE AeduuunTa BUTaMu-
Ha B, [27]. O6ecne4yeHHOCTb BUTaMWUHaMK rpynnel B geten
[OWKOMBHOMO M LWKONbHOrO BO3pacta He oTiM4yanacb OT
TakoBoM B Havane 2000-x rogos [28]. CpaBHeHWe pe3yib-
TaToOB C MONYYEHHbIMU paHee JaHHbIMKU MpU 06CcefoBaHUN
feTen, nocelalolimx AeTCKMe obpa3oBaTesibHble y4Yperkae-
HMA MocKoBcKow o6nactn u EkatepuHbypra [6, 7, 9, 29],
AEMOHCTPUPYET B LLEIOM NPaKTUYECKM OANHAKOBYIO o6ecne-
YEeHHOCTb BOLOPACTBOPUMbIMU BUTAMUHaMMU AeTern 060MX
PETMOHOB.

Y4yuTblBas BaXKHOCTb MNPOGAEMbl MUKPOHYTPUEHTHOWM
HegocTaTo4yHocTH, Coo3oM negmaTpoB Poccuun 6bina UHU-
umMmMpoBaHa paboTta No GOpMUPOBAHUIO COrNacUTENbHOMO
[OKYMEHTa, B CO3[@aHWM KOTOPOro MPUHSANM y4acTue IKC-
nepTbl U3 HECKONbKKX rOpoAoB Poccun — npeactaBuTenu
pasHbIX cneuuanbHOCTEN: NeanaTpbl, AMETONO0MU, KIWHU-
yeckne dapmakonoru, 6UOXMMUKK, HEOHATONOIM, racTpo-
3HTEPONIOrK, anaeproaorn-MMMyHONOMM, NMCUXOHEBPOIONK
n ap. MNpeactaBneHHas Ha cbe3fge Colo3a negnaTpos
Poccumn B deBpane 2017 r. HaunoHanbHas nporpamma
no onTMMM3aLnn 06eCnevyeHHOCTU BUTaMUHaAMKU U MUHEe-
panbHbIMKW BellecTBaMu geten Poccuun BKIKOYAET aHanu3
MWPOBBIX M OTEYECTBEHHbIX AaHHbLIX U COBPEMEHHbIE PEKO-
MeHaauuu [21], npegycMaTpuBaeT pasHble cnocobbl ynyy-
WeHWs BUTaMUHHOM 06ecnevyeHHOCTU aeTel — OT UCMOoJb-
30BaHUs B MUTAHMM 06OralleHHbIX BUTaMUHAMK MULLEBbLIX
NPOAYKTOB A0 MNPUMEHEHUA BUTAMUHHO-MUHEpPabHbIX
KOMMJIEKCOB, B TOM 4YWC/ie COAEpKallMX BUTAMWHbI GUO-
NIOFMYECKMX aKTUBHbIX 106aBOK K nuue [21], 4To A0MXKHO
OblTb LIMPOKO BHEAPEHO B MNEAMATPUYECKYID MPaKTUKY
[241, 30, 31]. Pe3dynbTtathl HAacToAWEro UccnegoBaHns CBU-
[AeTeNbCTBYIOT O HEO6X0AMMOCTM MPOAOIKEHUS pPaboTbl
KaK Nno M3y4eHWio obecrneyeHHOCTU aeTen MUKPOHYTPUEH-
TaMMu, Tak 1 No BHEAPEHUIO NPODUIAKTUYECKHUX TEXHOTOMUNI
ee ynyylweHus.
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OpuruHanbHas ctaTbf

OrpaHu4yeHusa uccnegoBaHus

OrpaHuvyeHMeM B HaCTOSILLIEM WCCNeaoBaHUK SABASNOCH
M3MepeHne KOHLeHTpaL MM MeTaboNnTOB BUTAMUHOB B YTPEH-
Hen NopLun Mo4r, COGpaHHOM He 3a HECKOJIbKO AAHEN, a OHO-
KpaTHO. OrpaHuYeHnem MOCNYXWIU U BKIIOYEHME B UCCe-
[oBaHWe aeTer He cTapwe 14 neT, a TakKe HebosbLIon
pa3mMep BblOOPKK, HE MO3BOJMAIOWMM MNONYYUTb NpeacTaBe-
HWE O NOMyNALMOHHOM pacnpeaeeHnn ciy4aeB HU3KOM IKC-
Kpeumn metabosIMTOB M3Y4EeHHbIX BOAOPACTBOPUMbIX BUTAMMU-
HoB. pu o6cnenoBaHMM NOAPOCTKOB (14—18 neT) nonsa getewn
CO CHWXEHHOW 3KCKpPEeLMen BUTaAMUHOB Morna 6biTb 60/bLIE,
NMOCKO/bKY, C OAHOM CTOPOHbI, AEBOYKM-MOAPOCTKM Yalle npu-
MEHSIOT OrpaHUyeHuns B ANETE, C APYron CTOPOHbI, AETU MOTYT
CaMOCTOSITENbHO MNOTPEGNATL NULLEBbLIE MPOAYKTbI C HU3KOM
MULLIEBOW MNOTHOCTbIO, HO BbICOKOW KanopUMHOCTbIO.

3AKJ/IIOMEHUE

PegynbtaThl UCcCneaoBaHmsa AEMOHCTPUPYIOT HU3KKUI YPO-
BEHb 9KCKpELMW C MOYOM uMccnefoBaHHbIX MeTabonuToB
BOOPACTBOPUMbIX BUTAMUHOB. [0oNy4eHHble AaHHble corna-
CyloTCsl € pe3ynbraTtaMu 06cnefoBaHus AeTen AOLWKObHOIoO
M LWKONbHOrO BO3pacta M3 APYrMX HaceNeHHbIX MyHKTOB
M CBUAETENbCTBYIOT O HEOOGXOAMMOCTM PabOoTbl NO ynyylie-
HUIO MUKPOHYTPUEHTHOM obecrneyeHHOCTH peTten Poccum,
a TaKkKe O MnoBblWEHUN WMHOOPMMPOBAHHOCTU NeanaTpoB
M HaceneHuss 0 Heo6XOAMMOCTU AOMNOSHUTENbHOW AoTauuu
BMTaMUWHOB AETAM.
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WmeloTcs orpaHMYyeHHble AaHHble 06 3¢GOEKTUBHOCTU A/MTEIbHON (epMeHTo3amecTuTebHon Tepanun (P3T) vy peten
¢ MyKononucaxapugosamu (MFIC). Lenb mccnegoBaHUs: n3y4uTb 3(POEKTUBHOCTb M 6€30MacHOCTb AnntenbHon H3T
y aetert ¢ MIIC I, Il u VI Tunos. Metogsl. lpoaHannaupoBaHbl pesynbtatel 3T npenapatamu napoHuaasa, maypcyibpa-
3a u rancynbgasa y getert ¢ MIC I, Il v VI TnoB, rocnutaan3npoBaHHbIX B ¢eaepasbHbli Hay4YHO-UCC/eA0BaTEIbCKUI
LieHTp ¢ sHBapsa 2007 no Hosi6pb 2016 r. 3peKTMBHOCTL Tepanun OLEHUBAJN 0 YPOBHIO HOPMaIM30BaHHOMN 3KCKpeLmumn
MiMKo3amMuHormkaHoB (TAlN) ¢ Mo4on (OTHolweHne KoHUeHTpaunu Al K KpeaTUHUHY MOoYu), nepecyntaHHOMY B MpPoLeH-
Tax (%) npeBbIleHns BepXHEN rpaHuLibl HOPMbI 47151 COOTBETCTBYIOLEro Bo3pacTa. JaHHble 0 MpoBOAMMON Teparnuu u ee
pesynbTatax, BK/oYas HexenatesbHble BIeHUS, U3BAEYEHbl U3 MEANLUMHCKUX KapT CTauMoHapHbIX 60/1bHbIX. Pe3yabTatsl.
Pe3ynbTatsl ne4eHus: (BHyTPMBEHHbIE MHPY3UU, MHTePBasbl Mexay BBeaeHusmu ot 4 4o 10 cyT) usyyeHsl y 33 geten (M3 HUX
5 peBoyek) ¢ MIIC | (n = 4; napoHugasa B gose 0,58 mr/kr), Il (n = 26; nagypcynbpasa B gose 0,5 mr/kr) n VI (n = 3; ran-
cynbpasa B go3e 1 mr/Kr) tunoB. Ha ¢oHe P3T npoaomxkutenbHoCTbio (MeanaHa) 27 (14; 41) mec 0TMEYEHO CHUXKEHME
HopMann3o0BaHHOM aKcKpeumn FAI ¢ moyosi ¢ 376% (172; 791) no 54% (0; 146) npeBbllleHUs BEPXHEN rPaHULibl BO3PacT-
Hov HopMbl (p < 0,001). CHUxKeHMe HOpMan30BaHHOM aKCKpeumnn TAlT HUxe BepXHeEH rpaHuLbl BO3PacTHON HOPMbI yCTa-
HoBneHo y 12/33 (36%) naumneHToB. CBsizaHHble ¢ P3T HexxenatesibHble ABeHns onpeaeneHsl y 12 60/bHbIX, B 1 ciyyae
noTpeboBasnoch AByKpaTHOE BpeEMEHHOE MpeKpalleHme Tepanuun. BrepBslie onucaHo pa3sutne Ha ¢oHe 3T HeppoTuye-
CKOIro cuHApoma y 2 naumeHToB ¢ Tsxxenou opmort MIIC Il. 3aknovenume. AnutenbHass 3T y peteri ¢ MIIC I, Il u VI Tunos
Xapaktepusyetcsi npuemaembiMu 3PEeKTUBHOCTbIO U 6€30MacHOCTbLIO.

Knro4yeBble cnoBa: feTv, MyKONoMcaxapnaos, GepMeHTo3aMecTUTeIbHas Tepanus, 1apoHuaasa, uaypcynbdasa, raacyb-
$asa, MMKo3aMUHOINKaHbI.

(Ana unTnposaHmns: Ocunosa J1.A., KyseHkosa J1.M., Hama3soBa-bapaHoBa J1.C., TeBopkaH A.K., MoaknetHoBa T.B.,
MasiHckui H. A., PeByHeHKoB I. B., Bawakmaase H. . 3ddeKTMBHOCTb U 6€30MacHOCTb GepMeHTO3amMecTUTeNIbHON Tepa-
nuu y geten ¢ Mykononucaxapmgosamu |, Il v VI TMNoB: 0A4HOLEHTPOBOE KOrOPTHOE UcceaoBaHue. Bornpockl coBpeMEHHON

negnatpmm. 2018; 17 (1): 76—-84. doi: 10.15690/vsp.v17i1.1858)

OBOCHOBAHME Mbl C PErpeccoM KOTMHWUTUBHbIX W ABUraTeNbHbIX OYHK-
Mykononucaxapugosbl (MMC) — rpynna Hacnej- UMK, HapyweHuasMKn nosefeHus [2]. BblpaxeHHOCTb
CTBEHHbIX JIM30COMHbIX 60/IE3HEN HAKOMMNEHUs, pas3BU- W CKOPOCTb MPOrpeccupoBaHns KIMHUYECKUX MposiBlie-

BalolWMXcad BcneacTBue OyHKUMOHanbHOro pgedwuuuta
crneyndunyeckux GpepmMeHToB — Yy4acCTHMKOB rMpoLecca
Katabonuama rnnkosamuHornukaHos (FAl). MNocnegHue
ABNAIOTCA KOMMOHEHTAMMW 3KCTPAK/IETOYHOro MaTpuKca,
NMPUCYTCTBYIOWEro BO BCEX TKAHAX OpraHM3Ma 4yesioBeKka
[1]. YacToTa BcTpevaemocTn Becex TunoB MIC Bapbupyet
B Pa3/IMYHbIX CTPaHax U pernoHax, CocTaBnAsd B CPEAHEM
1/25000-52000 HoBoOpoOXxAeHHbIX [1]. Onsa Taxenbix
dopm MIC I, II, VII Tunos v MIC Il TMna xapaKTepHo
nepBUYHOE MNOpParKeHne LEeHTpalibHOW HEPBHOM cucCTe-

HMM MIC co CTOPOHbI pa3nMyHbIX CUCTEM W OpPraHoB
BapbUPYET B 3HAYMUTENbHOM CTEMEHMU, OTPaXKas xapaKrep-
HbIM AN JIM30COMHbIX 60/Ie3HEN HAKOMNEHWUS KIUHUYe-
CKMM KOHTWHYYM. MpuynHamu cmeptn naymeHtoB ¢ MIC
B OCHOBHOM $IBMISIIOTCS AblXxaTelbHas W/WAn cepaevHas
HegocTaTo4YHOCTb [1-3].

B nocnegHune 15 net ans nevyeHns 3KCTpaHeBpasbHbIX
nposineHnin MIMC 6b11n 3aperncTpupoBaHbl PEKOMOUHAHT-
Hble pepMeHTHbIe npenapaTbl 418 cneundruleckoro same-
weHus nedeKktHoro 6enka [4]. PepmeHTo3aMecTUTeNbHas



Tepanusa (3T) B HacToslee BpeMs A0CTYNHa Ans nauueH-
T0B ¢ MIIC | (napoHupasa), Il (naypcynbdasa), IV (anocynb-
daza anbda, B Poccumn He 3apeructpupoBaHa) u VI (ran-
cynbdasa) tunos [4-6]. MNMpegperncrpaunoHHole 1/1l [7-9]
n /1l [10-12] dasbl, a TaKKe OTKPbITble MPOAO/IKEHHbIE
JIONrOCPOYHbIE KNMHMYecKne ncenenoBanna 3Ty 601bHbIX
cMMCI, I nViTnnos [13-15] npoageMoHCTPpUPOBaIn yMEHb-
LWeHWe renaTocnieHomeranuu, yaydleHue/ctabunmsaumio
nokasartenen GyHKLUMKM BHellHero abixanua (PB/) u noka-
3aTeflen anHos cHa, NoBbllleHWE NEPEHOCUMOCTU DU3NYe-
CKMX Harpy3ok, yBenuyeHne ob6bema ABUKEHNUI B CycTaBax,
yMeHblleHne aKckpeuunun Al ¢ MOYON, yMeHbLUeHME Bblpa-
YEHHOCTU 6oneBoro cuvHagpoma. OgHaKO, 3a MCKIIYEHMU-
em I/l dasbl paHAOMW3UMPOBAHHOIO ABOWMHOrO CNEMNoro
ncenefoBaHus rancynbdasbl, BKAOYABLIErO TONbKO Mauu-
€HTOB [EeTCKOro Bo3pacta (oT 7 o 16 net) [9], Bce BbIBOAbI
06 appeKTUBHOCTU 1 6Ge3onacHocTM P3T ocHOBaHbI Ha aHa-
NIN3€ [aHHbIX CMELUaHHbIX rpynn MNauneHTOB, COCTOSLMX
13 eTel B Bo3pacTe cTtaplue 5 neT n B3pocbix. Kpome Toro,
Bo ll/lll dady ocHoBHOro uccnegosaHus [10] U B gonro-
CpOYHOE uccnegoBaHue napoHungasbl [13], a Takke BO Bce
ncenegoBaHusa naypcynbdasbl [8, 11, 14] 6blin BKIOYEHDI
TOMbKO MaLMEHTbl C COXPaHHbIMW KOTHUTUBHbIMU GYHKLIK-
MU B CBSA3U C HEOOXOAMMOCTbIO BbliMoNHEHUS TecToB PB/]
M B-MUHYTHOM XxoAb6bl. PerncrpaunoHHas WHopmMauns
0 nevyeHun naumentoB ¢ MIIC Il THNna B Bo3pacTte Ao 5 net
oTcytcTBYyeT [16]. B cBS3U ¢ BbICOKOW cToMmoOCTbio P3T
yYpEeXAEHUAM 34PaBOOXPAHEHMS, OKa3blBaloWMM MOMOLLb
nayuveHtam ¢ MIMC B pasnuyHbiX CTpaHax, HeobxoAnuMo
o6ecneynTb TOYHOE onpefeneHue u AOKYMEHTUpoBaHue
addeKTa NevYeHuns ¢ Lenblo ONTUManbHOro pacnpeaeneHus
[OCTYMHbIX pecypcoB [17].

Llenb uccnepoBaHua: n3ayyntb aPpOeKTUBHOCTb U 6€30-
NacHOCTb ANUTENIbHON GepMeEHTO3aMeCcTUTENbHOM Tepanuu
y aeten ¢ MMC |, Il n VI TMnos.

METOAbI
[wn3aitH uccnepoBaHusa
MpoBeaeHo oAHOLEHTPOBOE KOrOPTHOE UCCieloBaHue.

Kputepuu cooTBeTcTBUSA
Kputepnm BKIOYEHUS:

e 1eTu B Bo3pacTe A0 18 neT ¢ AMarHoCTMPOBaHHbIMU
MMC I, Il n VI TMnos.,;

® HalMyue AaHHbIX 0 AMHAMKUKe Ha doHe P3T 3KCKpeLun
Al ¢ mo4ow;

e HenpepbiBHasg P3T (Mponyck He 6onee 3 nHPy3nn noapsaa).

AnarHoctnyeckme Kputepum

[narHoa MIC | Tuna yctaHaBAnBaAM Ha OCHOBaHMKM Noa-
TBEpPXAEHHOro aeduumTa anbda-L-naypoHnaasnbl B 1ENKOLM-
Tax kposu, MINC VI Tuna — gedurumta N-auetunranakto3aMmnH-
4-cynbdatasbl B nenkoumTtax kposu, MMC Il Tuna — pedw-
UMTa naypoHat-2-cynbdartasdbl B NeMKouuTax u/unmM nnasme
KPOBMW W PEe3ynbLTatoB MOJIEKYNAPHO-TEHETUYECKOrO MeToAa
nccnegoBanus [2, 3].

YcnoBus npoBeaeHUs

B wnccnenoBaHuM yyuTbiBanu AaHHble, MOSyYEHHblE W3
MEANLIMHCKMX KapT cTauMoHapHbIX 60abHbIX ¢ MIC |, 11 n VI
TUMOB, TOCMUTANM3UPOBAHHbLIX B OTAENIEHWE MCUXOHEBPO-
NIOTUM MU NCUXOCOMATUHECKON MaToNorMmM U OTAeneHue BOC-
CTAHOBMTENILHOIO NIeYEeHUs Ans AeTen ¢ 601e3HAMU cepaey-
HO-COCYAMCTON cucTeMbl Hay4yHOro LeHTpa 340p0OBbS AETEN,
HL3/ (B HacTosiwee Bpems HaunoHanbHbI MEAULIMHCKUM
nccnenoBaTeNbCKMM  LLEHTP 340poBbs  geter, MockBa)
B nepuop ¢ aHBaps 2007 no Hosbpb 2016 T.

Ucxopabl uccnegoBaHus
OCHOBHOM MCX04 MCCAeAOBaHUs: YPOBEHb 3KCKpeuuu
Al ¢ mo4on.
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Efficacy and Safety of Enzyme Replacement Therapy
in Children with Mucopolysaccharidosis Type |, Il, and VI:
A Single-Center Cohort Study

Background. There are limited data on the efficacy of long-term enzyme replacement therapy (ERT) in children with mucopolysaccharidosis
(MPS). Objective. Our aim was to study the efficacy and safety of long-term ERT in children with MPS type I, Il, and VI. Methods. We
analyzed the results of ERT with laronidase, idursulfase, and galsulfase in children with MPS type I, Il, and VI admitted to the federal
research center from January 2007 to November 2016. The response rate was assessed by the level of normalized urinary excretion
of glycosaminoglycans (GAGs) (the ratio of GAGs concentration to urine creatinine) recalculated in percent (%) exceedance of the upper
limit of normal for the corresponding age. Data on the administered therapy and its results, including adverse events, is extracted from
the medical records of in-patients. Results. The results of treatment (intravenous infusions, intervals between administrations from
4 to 10 days) were studied in 33 children (5 of them were girls) with MPS type | (n = 4; laronidase at a dose of 0.58 mg/kg), Il (n = 26;
idursulfase at a dose of 0.5 mg/kg), and VI (n = 3; galsulfase at a dose of 1 mg/kg). A decrease in the normalized urinary excretion of
GAGs from 376% (172; 791) to 54% (0; 146) exceedance of the upper limit of normal for the age (p < 0.001) was noted in the course
of ERT lasting (median) 27 (14; 41) months. A decrease in the normalized GAGs excretion below the upper limit of normal for the age
was established in 12/33 (36%) patients. ERT-associated adverse events were identified in 12 patients; one case required a two-fold
therapy interruption. The development of nephrotic syndrome in the course of ERT in patients with severe MPS Il was first described.
Conclusion. Long-term ERT in children with MPS type I, Il, and VI is characterized by acceptable efficacy and safety.

Key words: children, mucopolysaccharidosis, enzyme replacement therapy, laronidase, idursulfase, galsulfase, glycosaminoglycans.
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Mayanskiy Nikolay A., Revunenkov Grigoriy V., Vashakmadze Nato D. Efficacy and Safety of Enzyme Replacement Therapy in Children
with Mucopolysaccharidosis Type I, Il, and VI: A Single-Center Cohort Study. Voprosy sovremennoi pediatrii — Current Pediatrics. 2018;
17 (1): 76-84. doi: 10.15690/vsp.v17i1.1858)
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JoroHUTENIbHbIE MCXOAbI MCCIEA0BAHMS: HanM4ne runep-
TpaHcaMWHa3eMuu, renaTo- U CnieHOMeranuu, cTeneHb
peryprutaunm Ha KnanaHax cepgua, TONWMHa MexKeny-
noykoBow neperopodku (MMKI1) 1M 3agHEen CTEHKM NeBoro
wenygodka (3CJ1K), cBs3aHHble ¢ MHDY3MEN GEPMEHTHOro
npenapara HexenateflbHble ABNEHUS.

AHanus B nogrpynnax

[ononHuUTeNbHbIM aHann3 UCXOA40B MCCneaoBaHus Mpo-
BeAeH B noarpynnax nauyueHtos ¢ MIC Il TMna, y KOTOpbIX
®3T 6bia HavyaTa B Bo3pacTe 10 Uin nocne 60 MeC KU3HM.

MeToabl perucTpauum UCXoa0B

[aHHble 0 peaynbratax obcnenoBaHus aeten (aHanu3
MOYU, KPOBH, yNbTPa3BYKOBbIE UCCef0BaHUS) U UHPOPMa-
LUMS O HexenaTenbHblX ABAEHUSAX M3BNEYEHbl U3 MeAWLIMH-
CKMX KapT CTalMOHapHbIX 60/bHbIX.

3Kckpeuyns TAI' ¢ mo4o#. B KayectBe nabopatopHOro
MapKepa YCNewHoCTU Tepanuu yyYuTbiBancs MokasaTtesb
aKckpeuun TAI ¢ moyom [7—9]. Onpepenenne Al B Moye
npoBOAMSIOCL B flabopaTopuu 3KCNEPUMEHTaNbHON UMMY-
Honormn n supyconornm HU3A. Copgeprkanune Al onpege-
NI9N0Cb B Pa30BOM YTPEHHEW MOPLMU MOYU KONUYECTBEH-
HbIM METOAOM C MCMONb30BaHUEM AUMETUNI-METUIEHOBOMO
cuHero. PaccuntbiBanu HopManuaoBaHHoe coaepxkaHue FAl
KaK OTHOWEHMe abCoNoTHOM KOHUeHTpauun Al K KOH-
LEeHTpaLMM KpeaTMHMHa B o6pasle MOYM, BblparKeHHoe
B MI/MMO/b KpeaTuHWHA. TaK KakK B HOPME 3KCKpeuusd
Al ¢ MOYOM CHUXKaeTcs ¢ Bo3pacToM [18], ncnonb3oBanu
BblpakeHHbIM B npoueHTax (%) nokasaTenb MNpeBblilEHUs
HOpPMann3oBaHHbIMKU 3HavyeHnsamu Al y 60bHbIX BEPXHEWN
rpaHuLbl HOPMbI AN COOTBETCTBYHOLEro Bo3pacTa:

e < 42 mr/mmonb KpeaTMHWHa [0S OeTen B Bo3pacTe

0-12 megc;

e <25 Mr/mMmMonb — B Bo3pacTe 1 roaa;

e <19 mMr/mMmonb — B Bo3pacTe 2—3 NEeT;

e <16 Mr/mMmonb — B Bo3pacTe 4—7 neT;

e <13 mMr/mMmonb — B Bo3pacTte 8—14 neT;

e <6 Mr/mMmonb — B Bo3pacTte = 15 net [18].

Hanpumep, ecnun y pebeHka B Bo3pacTe 6 Mec Hopmasu-
30BaHHoe coaepxaHune Al coctaBnsno 80 Mr/mMmonb Kpe-
aTMHWHAa, NpPeBbILLEHNE BEPXHEN TPaHULLbl HOPMbI (B%) pac-
cynTbiBanoch Kak (80 - 42)/42X100% un 66110 paBHO 91%,
roe 42 — BepxHAs rpaHuLa HoOpMaan30BaHHOIO 3HaAYEHUSA
3Kckpeuun FAl ansg cooTBETCTBYIOLLErO Bo3pacTa.

TpaHcamuHa3sbl. OnpegeneHme akTMBHOCTM anaHuHaMu-
HoTpaHcdepasbl (AJIT)  acnaptataMuHoTpaHchepasbl (ACT)
BbIMOMHEHO B LEHTPaNM30BaHHOM KAWHWKO-ANArHOCTUYe-
cKon nabopatopun HU3/. N3 aHannsa ncknwo4vanu gaHHble
06 aktnBHoctM AJIT n ACT B nepuoa OCTpbIX MHPEKLMOH-
HblX 3a60neBaHMI, a TaKXKe ClyyYau BnepBble BbIIBIEHHOMO
NOBbIWEHNA aKTUBHOCTU TpaHcamuHas (ANIT > 40 Ep/n,
ACT > 42 Ep/n) Ha poHe BBeAEHUS aHTUINUIENTUYECKOM
Tepanuu. AKTMBHOCTb TpaHCaMMHa3 M3y4yaau y NauueHToB
¢ MMNC | n Il TMNa B CBS3U C OTCYTCTBMEM AMHAMMUYECKUX
OaHHbIX y geten ¢ MIC VI Tuna. Y Kaxaoro u3 naumeHTos,
BK/IIOYEHHbIX B aHan3 AMHAMWKK NoKasaTenen TpaHcamMu-
Ha3, 6bl1I0 NPOBEAEHO MWHWMMYM MO OLHOMY GUOXMMUYeE-
CKOMY aHanu3y KpoBu Ao (nocne rocnutanu3aunn B HU3M,
HO [10 NepBOn UHDY3UKN) U Ha poHe P3T.

YabTpa3ByKoBoe uccaegoBaHmue. Y3 opraHoB 6ptoLl-
HOM MOJIOCTU M 3axokapauorpadua (IxoKl) cepaua Bbinon-
HEeHbl B OTAENEHUMN YNbTPa3BYKOBOM AMArHOCTUKU KOHCY/b-
TaTMBHO-AMArHOCTMYECKOrO LIEHTPa M B OTAENEHUMU ynbTpa-
3BYKOBOW AanarHoctukn HUU negnatpun HU3A. Onsa uenen
uccneaoBaHUs yyYuTbiBanM nepegHe3agHue u BepxXHe-HUK-
HWE pa3mepbl NMpaBOM W NEeBOM [OONEN MNEYEHWU, a TaKKe

OMHY WM WKnpuHy cenesdeHku [19, 20]. M3 aaHHbix 3AxoKI
duKenpoBanu nokasarenun TonawmHbl MMM 1 3CJTXK B ana-
CTONY, a TaKXKe CTeNeHb peryprutaumm Ha KnanaHax cepaua
(o1 O-1 o 4-n ctenexun) [19, 21]. Ha ocCHOBaHWKM NOAYYEHHbIX
OaHHbIX paccyunTbiBanu npoueHT (%) NpeBblleHNS 3HaYeHu s -
Mu TonwmMHbl MMKI 1 3CJ1XK nauneHToB TaKoBbIX Yy 340POBbIX
[eTen ¢ COOTBETCTBYIOLLMM BECOM Tena. B KayecTBe BeEpXHeEW
rPaHuLbl HOPMbI 415 3A0POBbIX AETEN MPUHUMANN 3HAaYEHUS
BbI6GOPOYHOrO CpeAHero MaoC OAHO CTaHAapTHOE OTKIOHEe-
HuWe (cornacHo [20]).

OueHKa He)XenatesibHbIX fiBIeHWH. OOycnoBieHHble
MHOY3NEN HeXKenaTeNbHble ABNEHUS Obliv ONpeaeneHbl Kak
Cco6bITUS, CBA3AHHbIE CO 340POBLEM MALMEHTOB WM BO3HMK-
lMe B AeHb npoueaypbl (Ha ¢oHe MHPY3UU unm nocne ee
OKOHYaHWSA) MKW Ha creaylolme CYTKU, U, BO3MOXKHO WIu
BEPOSATHO, CBA3aHHble C BBeaeHMeM npenapata ang $3T
[22]. NHdopMmaums O HexenaTeNbHbIX ABNEHUSX U3BNEKa-
Nacb U3 MEAULMHCKMX KapT CTalMOHapHbIX 60/bHbIX.

JTnyeckan aKcnepTusa

MccnepoBaHne opo6peHO fIOKaNbHbIM He3aBUCUMbIM
aTn4yecknm komutetom HL3/ (npotokon N2 11 coBMECTHOro
3acefaHns Y4eHoro coBeTa M SIOKaJbHOMO HE3aBUCMMOrO
3TUYECKOro KoMuteTa oT 17 aekabpsa 2013 r.).

CtaTuCTMYECKU aHaNun3
lpuHUKNbI pacyeTa pa3dMmepa BbIGOPKH
Paamep BbIGOPKK NpeaBapuUTENibHO HE pacCYMUTbIBaCS.

MeToabl cTaTUCTUYECKOIro aHa/n3a faHHbIX

AHanu3 gaHHbIX MPOBOAMICS C UCMONb30BaHMEM MaKeTa
cratuctuyeckux nporpamm STATISTICA v. 10.0 (StatSoft Inc.,
CLLA). ina onucaHns KOIMYEeCTBEHHbIX MOKa3aTenen Ucnob-
30Bafv 3HaAYeHUs MeauaHbl (25-1; 75-n npoueHTunn). Ans
CpaBHEHUS MOPSAKOBbLIX M KOMMYECTBEHHbLIX MOKasaTenewn
[OBYX CBA3aHHbIX rpynn (nauneHTbl ¢ MINC B pa3nunyHbie Bpe-
MEHHbIE Mepuoabl) UCMOb30Banu Kputepun BunKoKcoHa.
CpaBHeHMe 4acToT GUHapHbIX NPM3HAKOB B ABYX CBSA3aH-
HbIX rpynnax MpOBOAWMAOCL C WMCMOAb30BaHMEM KpWUTepUs
MakHewmapa. CpaBHeHWE MOPSAAKOBbLIX U KOMMYECTBEHHbIX
nokasartenen AByx HesaBuUCUMbIX rpynn (aetn ¢ MIC Il Tuna,
y Kotopbix ®3T 6bina HavyaTa B BO3pacTe A0 WM nocne
5 neT) nposBoaunun ¢ nomouwbto U-kputepuss MaHHa—YUTHM.
Paznuuuns cumtanu cTaTUCTUYECKU 3HaYUMbIMK Npu p < 0,05.

PE3Y/bTATbI

XapaKTepucTuKa BbiIGOPKU

B uccnepoBaHue BKIto4eHO 33 pebeHKa (M3 HUX 5 aeBo-
4yeK) ¢ NoATBePXAeHHbIM gnarHo3om MIIC I, Il n VI Tunos.:
e 2 —c MIC I, cuHgpomom lypnep (MIC IT);
e 1 — c MIC I, cuHapomom lypnep—LLUewne (MIC IT /LL);
e 1 —cMIC I, cuHgpomom LWene (MMC ILL);
e 20 — c taxxenon ¢opmon MIIC I,
e 6 — c nerxkoun ¢popmon MIIC II;
e 3 —cMIMNCVI

Bospact nepsoro noctynnedns B HU3[ BapbupoBan
oT 3 mec go 16 net 1 mec, meanaHa 4 roga 1 mec (2 roga
7 mec; 8 netr 1 Mmec). NpoaomKUTENBHOCTb HabntoaeHUs
3a nauueHTaMu nocne nepsoun rocnutanusaumm B HU3[,
coctaBnsna ot 1 mec Ao 8 net 9 mec, meanaHa 2 roga 10 mec
(1 roag 7 mec; 5 net 6 mec).

depmeHTO3amecTuTENIbHAA Tepanua. [launeHThbl
¢ MMNC | tuna nonydyanu 3T npenapaTom napoHuaasa
B go3e 0,58 Mr/Kr maccobl Tena exeHeaenbHO BHYTPUBEH-
HO, nauueHtbl ¢ MIC II — npenapatom uaypcynbdasa
B no3e 0,5 Mr/Kr exeHedenbHO BHYTPUBEHHO, MaulMEHTbI
¢ MIC VI — npenapaTtom rancynbdasa B 4o3e 1 Mr/Kr exe-



HefenbHO BHYTPUBEHHO. [lonycKanucb WMHTEpBalbl MeXAay
BBeaeHnamu ot 4 go 10 gHen. [daHHble 0 npemeanKaumu
AN HaCTOSILEro UCCnefoBaHus He puKkcupoBanu. Bospact
Havyana ®3T BapbupoBan oT 6 Ao 193 mec, meanaHa 69
(36; 103) mec. MegnaHa NpoAOIKUTENBHOCTM HEMPEPbLIBHOM
®3T ana Bcex naLMeHToB Ha MOMEHT nocnegHero Haénoae-
Husa B HU3/ (n = 33) coctaBnsina 34 mec (18; 57) — oT 2 Hep
(2 nHPy3nn) go 93 mec.

OCHOBHbIE pe3ynbTaTbl UCCNIEA0BaAHUSA

AKckpeuns M ¢ mo4oi Ha poHe 3T

AHanu3 aMHamMuKkK aKcKpeuun Al (HOpMannM3oBaHHOM
Nno KpeaTuHWHY) ¢ Mo4or Ha GpoHe P3T BbinonHeH y 33 aeten
(tabn. 1). Mpu npogomxutensHoctn P3T oT 1 go 90 mec,
MeanaHa 27 mec (14; 41), 66110 YCTaHOBIEHO CTATUCTUYECKHM
3HaYMMOEe CHUXKEHUE YPOBHS aKCcKpeumn Al B o6Lien rpyn-
ne 60bHbIX: MeanaHa pa3Huubl 3HavyeHun Al 4o 1 Ha doHe
®3T coctaBuna 345% (95% poBepuTENbHbIA MHTEPBAN
275-614%). CHMKEeHMe HopMannu3oBaHHON aKcKpeuunn TAl
C MOYOM HUKE BEPXHEW rpaHuLbl BO3pPacTHOM HOPMbI yCTa-
HoBneHo y 12/33 (36%) nauneHToB.

Cpeau naumeHToB ¢ MIC Il Tuna ®3T npenapatom mMayp-
cynbdasa B Bo3pacTte Ao 60 mec 6bina Havata y 14 peten
(y 10 — c taxkenomn dopmon, y 4 — ¢ nerkov Gopmon), nocne
60 mec — y 12 naumeHtoB (y 10 — c TaxKenon popmon,
y 2 — ¢ nerkon c¢opmon). M3 cpaBHUTENbHONO aHanusa

avHaMmukm TAT Ha ¢doHe P3T 6bII0 UCKIOYEHO 7 NauueH-
TOB, Y KOTOpPbIX MepBoe 3HayeHue YPOBHSA IKCKpeuun Al
6b1710 NonyyeHo nocne Havana ®3T. Ha ¢poHe conoctaBrMon
no npogomkutenbHocTn P3T B 06eux noarpynnax Obiio
OOCTUTHYTO MPUMEPHO OAMHAKOBOE CHWMKEHWE 3KCKpeLuu
Al ¢ mo4yow (Tabn. 2).

[lononHuTenbHblE pe3ynbTaTbl UCCNIEA0BAHUA

AnHamuKa runeprpaHcaMMHa3eMun Ha ¢poHe PD3T.
AktMBHOCTb AJIT 1 ACT no 1 Ha doHe P3T 6bina onpeaeneHa
y 30 naumenToB:y2c MICIILy1c MMCIT /LW,y 1 ¢ MINC ILW,
y 20 c Tskenon dopmon MIIC I, y 6 ¢ nerkon popmon MIIC II.
McxogHo runeptpaHcaMuHazemuss no AJIT 6biia ycTaHoB-
neHa y 20/30 (67%) 60nbHbiX, no ACT — y 19/30 (63%).
B pesynbrate 3T, NpoaoNIKUTENBHOCTL KOTOPOWM cocTaBuna
oT 2 Hea Ao 93 mec, meamaHa 32 mec (18; 64), BbICOKME 3Ha-
yeHua AT coxpanunucb y 4/30 (13%) 60/1bHbIX, BbICOKME
3HavyeHusa ACT — Ttakxke y 4/30 (13%). MNoaBneHrne HOBbIX
cnyyaeB runepTpaHcammHa3emMuu (T.e. y 60/1bHbIX C UICXOAHO
HOpPManbHOM aKTUBHOCTbIO TpaHCcaMmMHa3) Ha GoHe Tepanuu
He OTMeYeHO. MIHTepecHO, 4YTo y 2 nauuneHToB (1 ManbyunKa
¢ MIMCIT/W v 1 manbymka ¢ MIC Il) no Havyana 3T Ha dpoHe
noBbiweHHbIX AJTIT u ACT no Y3WN oTmevanocb pacliMpeHune
BEH NeYeHUn, CBMAETENbCTBYIOLLEE O HAIMYMKN B HEN 3aCTOM-
HbIX SBIEHUIN, BO3HUKILUMX Ha PpOHE HEeAOCTAaTOYHOCTU Kpo-
BOOOpALLEHUS U, BEPOSATHO, 4aCTUYHO OBYCNOBMBAKOLINX

Ta6nuua 1. [lnvHamrKa nokasatenemn akckpeuun FAI ¢ moyor y aeten ¢ MINC Ha dpoHe D3T
Table 1. Dynamics of urinary GAGs excretion in children with MPS in the course of ERT

Mokaszatenu UcxogHo*, n = 33 Ha ¢oHe ®3T**, n = 33 P
BospacT Ha MOMEHT B35TUSi 06pa3La Mo4yur, Mec 57 (30; 95) 119 (63; 136) 0.001
MWUH—MaKcC 6-192 13-208 ’
HopmanuaoBaHHas akcKpeuus AT, %*** 376 (172; 791) 54 (0; 146) 0.001
MWH—MaKc 21-1989 0-440 !

lMpumeyaHue. * — To4Ka, COOTBETCTBYIOLLAS BPEMEHN NEPBOro B3ATUA MOYM ANsi onpeaeneHuns akckpeumm FAT (y 8 nauneHToB aHanusa Moy 6bii

BbINonHeH nocne Havana ®3T: y 4 naumentoB ¢ MINC Il — nocne 1-# nHdy3aum naypcynsdassbl, y 1 naumenta ¢ MIMC Il — nocne 1 mec Tepanuu
naypcynbdason, y 1 naunerta ¢ MIMC Il — nocne 3 mec 3T, y 1 naumneHta ¢ MMNC Il — nocne 5 mec ®3T, y 1 naumeHTku ¢ MIMNC VI —

nocne 6 mec ®3T); ** — yepes 27 mec (14; 41), MuH — 1, Makc — 90 mMec P3T, *** — BennynHa NpesbleHns 3Ha4eHnamu FAT 60NbHbIX

¢ MTIC BepxHen rpaHuLbl HOPMbI ANt COOTBETCTBYIOLLEr0 BO3pacTa (npumMep pacyeta cM. pasgen Metogsl). MINC — myKononucaxapvaos,

O3T — dpepmeHTOo3amecTuTeNnbHas Tepanus, FAI — rMKO3aMUHOMUKaHbI.

Note. * — the time point corresponding to the time of the first urine sampling to determine GAGs excretion (in 8 patients, the urine analysis was
performed after the onset of ERT: in 4 patients with MPS Il — after the first infusion of idursulfase, in 1 patient with MPS Il — after 1 month of
idursulfase therapy, in 1 patient with MPS Il — after 3 months of ERT, in 1 patient with MPS Il — after 5 months of ERT, in 1 patient with MPS VI —
after 6 months of ERT); ** — after 27 months (14; 41), min — 1, max — 90 months of ERT; *** — the exceedance of the upper limit of normal for
the corresponding age by GAGs values of patients with MPS (for an example of calculation, see Methods). MINC (MPS) — mucopolysaccharidosis,
@3T (ERT) — enzyme replacement therapy, Al (GAGs) — glycosaminoglycans.

Ta6nuua 2. Mokasatenu akckpeunmn ATy getein ¢ MIC Il, HayaBlwKx nonydate 3T B BO3pacTe A0 v nocne 60 mec
Table 2. GAGs excretion rates in children with MPS Il who started to receive ERT at the age under and above 60 months

Hauano ®3T
Mokasarenu p
[o 60 mec,n=11* MNMocne 60 mec, n = 8**
BospacTt Havana ®3T, mec 36 (28; 50) 99 (70; 149) 0,001
MpopomxkutenbsHoctb 3T, mec 27 (8; 64) 29 (24; 41) 1,000
HopmanuaoBaHHas akcKkpeuums Al (McxogHo), % 398 (253; 791) 448 (209; 953) 0,934
HopmanuaoBaHHas akckpeuuns F'AlN (Ha doHe P3T), ot 94 (0; 146)§ 22 (0; 203)§§ 0,837

lMpumeyaHune. * — U3 HUX 8 NaLMEHTOB C TsKenon Gopmow, 3 — ¢ nerkom Gopmon, ** — U3 HUX 7 NaLMEHTOB C TsaXKenon popmon, 1 — ¢ nerkomn

dopmoit; # _ Touxa, COOTBETCTBYIOLLAs BPEMEHU negBoro B34TUS1 MOYM 15 onpeaeneHus aKekpeLmm AT #
§_ p = 0,05 B cpaBHEHMM C UCXOOHbIM 3HAaYeHneMm nokasatens. MIMNC — myKkononucaxapuaos,
3T — dpepmeHTO3amecTUTENbHAS Tepanus, Al — MUKO3aMUHOIIMKaHbI.

«npopomkMTenbHocTb P3T» nepuog; §__ p =0,003,

— yepes yKa3aHHbIN 419 NoKasaTtens

Note. * — 8 patients of them with a severe form, 3 — with a mild form, ** — 7 patients of them with a severe form, 1 — with a mild form;

#
Duration of ERT indicator; §__ p =0.003, §§

— the time point corresponding to the time of the first urine sampling to determine GAGs excretion, #
— p = 0.05 as compared to the initial value of the indicator. MINC (MPS) — mucopolysaccharidosis,

— after the period specified for the

@3T (ERT) — enzyme replacement therapy, FAl (GAGs) — glycosaminoglycans.

i
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runeptpaHcamuHazemuto. Ha ¢oHe P3T y o6oux nauu-
E€HTOB OTMeYanacb HopManu3auus pasmepa MneyeHOYHbIX
BEH W NnoKasaTenen TpaHcaMUHa3. Y ocTalibHbIX NaLMeEHTOB
runepTpaHcaMmHaseMmns He COMpPOBOXKAanacb 3aCTOMHbIMU
ABMIEHMAMM MO AaHHbIM Y3W nevyeHu.

AnHamnKa pa3amepoB rne4yeHNW N cesle3eHKU Ha ¢poHe
®3T. AHan13 JUHAMWUKKM renaTto- U CcrieHoMerananu Ao U Ha
dpoHe D3T, NpoA0/IKMTENBHOCTb KOTOPON K MOMEHTY nocnes-
Hero obcnefoBaHua coctaBasna ot 4 oo 75 mec, mearMaHa
32 mec (17; 44), npoBefeH y 27 nauneHToB: y 1 ¢ MIC ILL,
y 19 c taxenon dopmon MIC I, y 5 ¢ nerkon dopmon
MTIIC Il, y 2 ¢ MINC VI. Bo3pacT Ha4yana Tepanuu BapbvpoBan
oT 6 fo0 176 mec, meamaHa 54 mec (35; 95). UcxoaHo rena-
ToMeranus umena mecto 'y 25/27 (93%) 6onbHbiXx. Ha doHe
®3Ty 11/27 (41%) neten oTmedvanacb Hopmanuaauus pas-
MepoB neyeHn,y 14 /27 (52%) renatomeranuns coxpaHsinach,
y 2/27 (7T%) renatomerannsa Bnepsble nosiBuiacb Ha GoHe
®3T (B cpaBHEHUU C UCXOAHLIM MoKasaTtenem p = 0,027).
CnneHomeranua MUcxogHo Obina BbisBneHa y 21 (78%)
M3 27 60nbHbIX; Ha ¢oHe P3T y 9/27 (33%) naumeHTOB
oTMeYanacb HopManuaauusa pa3mepoB cenedeHku, y 12/27
(44%) — coxpaHeHue cnneHomeranuu, y 6/27 (22%) —
CcoxpaHeHMe HOpMasibHbIX Pa3MepPOB CeNe3eHKM; HOBbIX CNy-
YyaeB crnjieHomMeranuu He 3aduKcuposaHo (p = 0,008).

M3 14 nauymnentoB ¢ MIC Il (10 — c¢ TsxKenon, 4 —
c nerkon ¢opmon), HavyaBwmx P3T B Bo3pacTe Ao 60 mec,
MeanaHa 35 mec (20; 46), MMH — 6 mMec, makc — 54 mec,
[0 Havyana Tepanuu renatomeranus 6oina 'y 12 getewn, cnne-
Homeranua — y 11. Ha doHe P3T, npoao KUTENbHOCTb
KoTopow cocTaBuna ot 4 o 75 mec, MeanaHa 27 mec (7; 61),
renatomeranusa onpegensnacb y 11 60nbHbIX (y 2 — Bnep-
Bble 3adMKCUMPOBAHHOE YBENWYEHUE Pa3MEPOB MEYEHU),
cnneHoMmeranus coxpaHmnaco y 6.

M3 10 naymeHTtoB ¢ MIC Il (9 — c Taxenon, 1 — c nerkon
dpopmoin), HavaBwmx 3T B Bo3pacTe nocne 60 mec, meau-
aHa 93 mec (70; 119), MMH — 65 mMec, Makc — 176 mec,
[0 Havyana Tepanuu renatomeranus 6bina y BCEX, CMIEHO-
meranusa — y 9. Ha ¢poHe P3T, npoaoIKMTeNbHOCTb KOTOPOW
coctaBuna ot 4 go 70 mec, meamaHa 33 mec (21; 44), rena-
TOMeranus coxpaHsanacb y 4, cnineHomeranna — y 5.

AnHamunka IxoKIr-xapaktepuctuk Ha ¢oHe O3T.
AHanu3 gaHHbiX AXoKI nccnegoBaHus BbinosiHeH y 31 60/1b-
Horo:y 1 ¢ MIC IT /W, y 1 ¢ MINC IW, y 20 ¢ Tsxenon ¢op-
Mon MIC Il, y 6 ¢ nerkon dopmon MIIC Il, y 3 ¢ MIC VI.
YctaHoBneHo, 4To Ha ¢oHe P3T, meanaHa NPOAOIKUTENb-

HOCTM KOTopoMn cocTtaBuna 32 mec (18; 44), naMeHeHumn
peryprutaumMmM Ha KnanaHax cepgua (Kpome aopTanbHOro
KfanaHa), a TaKXe WM3MEeHEHWN TonwuHbl MMM n 3CITK
He npowucxoaunno (tabn. 3).

lNoka3sartenn 3xoKrI y nauymeHToB ¢ MIIC Il, Ha4aBLWKHX
®3T g0 60 mec u nocae 60 mec. B rpynne nauneHToB, Ha4yaB-
wunx 3T B Bo3pacTe craplue 60 Mec, CTaTUCTUHECKM 3HAYM-
MbIX U3MEHEHWUI peryprutauuMnm HM Ha OAHOM M3 KnamnaHoB
cepaua Ha doHe 3T He Npour30oLWno. Y naumneHToB, Ha4yaBLIKX
®3T B Bo3pacTe Ao 60 Mec, CTaTUCTUYECKM 3HAYMMOE Hapac-
TaHWe peryprutaumMmM OTMEYEHO Ha aopTajbHOM KianaHe
(Ta6n. 4). CTaTUCTUYECKU 3HAYMMOE YMEHbLUEHWE TOMLMHbI
MM oTMeY€eHO To/IbKO B rpynne nauMeHToB, Ha4yaBLIKUX Tepa-
nuio B Bo3pacTe cTaplue 60 mec, 4To 06YC/IOBNEHO HATMYMEM
runeptpodun MIKIM go Havana P3T y 8 nauueHToB B AaH-
Hon rpynne. TonwwmHa 3CJ/IK y 60MbHbIX B CpaBHWBAEMbIX
rpynnax He pasnuyanacb He TONbKO MCXOAHO, HO U Ha doHe
®3T. CTaTUCTMYECKU 3HAYUMbIX pPas3nnynMin B AMHAMWUKE CTe-
NeHn peryprutauun Ha KnanaHax cepgua v TonwmHbel MM
n 3CJ/IK mexay naunentamu ¢ MIIC |, Ha4aBLWKMMK Tepanuio
0o v nocne 60 mec, He 0TMeYeHo (cM. Tabn. 4).

HexxenarenbHble ABNEHUs

CBfi3aHHble C WHOY3WEN HexenatenbHble $SBeHUd
oTmedvanucb y 12/33 (36%) nauneHToB, nonydaBwmnx O3T
napoHuaason, maypcynbdason mnu rancynbdason. Cpeau
HexenaTenbHbIX ABMIEHUN, CBSA3AHHbIX C WHOY3MeN, Gbln
cynoporu (y 3), Tpemop (y 3), aMoLMOHanbHOe BO3BYKaAEeHWE
(y 3), noBbllEeHWE apTepuanbHOro agaBneHns (y 3), TaxnKap-
ams (y 1), noBbileHne Temnepatypbl Tena (y 11), o3Ho6 (y 3),
6poHxocnasm (y 1), kawenb (y 1), oablwkKa (y 2), runepemus
nuua (y 5), otek nnua (y 3), oHemMeHure a3blKa (Y 1), KOHbIOH-
KTMBUT (y 1), kpanueHuua (y 3), cbifb (y 10), KOXHbIK 3y4
(y2), poTa(y 1), anapes (y 1). Bce HexkenaTenbHble SBNEHNS,
CBSI3aHHble C UHY3UEN, OblN KyNMpPOBaHbl €€ NPUOCTaHOB-
NIEHWEM UAW MOMHbLIM MNPEeKpaleHnem, BBEOEHMEM aHTu-
rMCTaMWHHbIX NPenapaToB M/WAn FMIOKOKOPTUKOCTEPOUIOB,
a TaKXe npoBedeHMEeM [pYyron MOCUHAPOMHOM Tepanuu
no NoKasaHusAM (MapeHTepanbHbIMU MPOTUBOCYAOPOKHbLIMU
npenapatamu npu cyaoporax, 6POHXONUTUKAMKU U WHIrans-
LMOHHBIMK TIIOKOKOPTUMKOCTEPOUZaMM Npu GpoHxocnasme,
copbeHTaMu npu guapee N T.4.). Jinwb y 1 naumeHTa ¢ Tsxe-
non ¢opmon MIIC Il HexkenaTenbHble ABAEHUS, CBA3AHHbIE
¢ MHOY3MAMK, NOTpe6oBanu ABYKPATHOrO MPUOCTAHOBEHUS
Tepanuu Ha cpoK 9 1 19 Held COOTBETCTBEHHO.

Ta6auuya 3. [InHamunka IxoKr-nokasatenen Ha poHe O3Ty aetern ¢ MMNC 1, Il v VI TMnoB
Table 3. Dynamics of EchoCG indices in the course of ERT in children with MPS type |, Il and VI

Mokasatenu Mo Havyana ®3T*, n =31 Ha ¢poHe ®3T**, n =31 p

Peryprutauus, cteneHb

® Ha aopTasbHOM KianaHe 0(0;1) 1(0; 2) 0,005
® Ha KJlanaHe /iero4Hon apTepumn 0(0; 1) 0(0; 0) 0,638
® Ha MWUTpafbHOM KNnanaHe 1(1;2) 2(1;2) 0,179
® Ha TpuMKycnuaanbHOM KnanaHe 1(0; 1) 0(0;1) 0,616
TonwwmHa MK, %t 1(0; 27) 8 (0; 15) 0,657
TonuwmHa 3CIK, 9% 0(0;17) 9 (0; 20) 0,269

MpumeyaHue. * — y 4 nauMeHToB NepBoe o6cnefoBaHue Gblo NpoBeaeHo nocne Havana 3T (y 1 nauuerta ¢ MIMC Il nocne 1 mec d3T,

y 1 naupenTa ¢ MMNC IF /LWL v 1 naunerTa ¢ MIC Il nocne 2 mec, y 1 nauneHtkm ¢ MIIC VI nocne 4 mec @3T); ** — MmeanaHa NPoAOSIKUTENBHOCTH
®3T 32 mec (18; 44), MuH — 4 Mec, Make — 91 mec; #_ npeBbIleHe BEPXHEN rpaHuLbl HOPMbI Mo Becy (B %). MINC — MyKononncaxapuaos,
O3T — dpepmeHTo3amecTUTeNbHas Tepanus, IXoKI — axokapanorpadus, MK — mexekenynodkosasi neperopoaka, 3CJIK — 3aaHss cTeHKa

NIEBOr0 Xenyaodka.

Note. * — in 4 patients, the first examination was performed after the onset of ERT (in 1 patient with MPS Il after 1 month of ERT, in 1 patient with
MPS I/1l, and 1 patient with MPS Il after 2 months, in 1 patient with MPS VI after 4 months of ERT); ** — median ERT duration of 32 months

(18; 44), min — 4 months, max — 91 months; # _ exceedance of the upper limit of normal by weight (in %). MINC (MPS) — mucopolysaccharidosis,
®3T (ERT) — enzyme replacement therapy, 3xoKI™ (EchoCG) — echocardiography, MXI (IVS) — interventricular septum, 3CJTXK (PLVW) — posterior

left ventricular wall.



Ta6nuua 4. CpaBHeHMe AMHAMWKK peryprutauumn Ha KnanaHax cepaua v AMHamuKkm TonumHbl MXKIM 1 3CNXK y naumentos ¢ MIMC I,

Ha4vaBlmMx nony4atb 3T B Bo3pacTe 0 U nocne 60 mec

Table 4. Comparison of the regurgitation dynamics on heart valves and the dynamics of IVS and PLVW thickness in patients with MPS ||

who started to receive ERT at the age under and above 60 months

Havano ®3T
Mokasarenun p
[o 60 mec, n =14 MNMocne 60 mec, n =10
BoapacTt Havana P 3T, mec 35(20; 46) 93(70; 119) 0.001
MWH—MaKC 6-54 65-176 ’
MpopomxutenbHoctb P3T, mec 27 (7;61) 35(21; 44) 0.845
MWH—MaKC 4-75 4-91 '
Peryprutauus Ha aopTasbHOM KnanaHe:
e 10 Havana 3T 0(0;0) 0,5(0; 2) 0,043
* Ha dpoHe O3T 0(0; 1)* 1(1;2) 0,033
® U3MEHeHue 0(0;1) 0(0;1) 0,977
Peryprutauusa Ha KnanaHe nero4yHow aptepum
e [0 Havyana 3T 0(0;1) 0(0;1) 0,977
* Ha doHe P3T 0(0; 0) 0(0;1) 0,364
® U3MEHeHue 0(-1;0) 0(-1;1) 0,558
Peryprutauus Ha MUTpanbHOM KnanaHe
e [0 Havyana 3T 1(0;1) 2(1;2) 0,208
° Ha doHe P3T 1,5(1; 2) 2(1;2) 0,306
® WU3MEHeHue 0(0;1) 0(-1;1) 0,930
Peryprutauus Ha TpMKycnvMaanbHOM KnanaHe
e 0 Havyana 3T 0(0;1) 1(0; 2) 0,640
* Ha doHe P3T 0(0;1) 1(0;2) 0,033
® U3MEHeHue 0(-1;0) 0(-1;1) 0,292
TonwmHa MMI:
® [0 Havyana 3T 0(0; 1) 37 (19; 38) 0,004
* Ha doHe P3T 2(0; 15) 6 (0; 11)** 0,953
® U3MEHeHue 2(0; 15) -25(-31; 0) 0,011
TonwmHa 3CITHK:
e [0 Havyana 3T 0(0; 2) 9(0; 48) 0,169
e Ha doHe P3T 2(0;11) 9(0;17) 0,396
® U3MEHeHne 2(-2;11) 0(-14;9) 0,362

MpumeyaHume. B rpynne 60nbHbIX, y KoTopbix P3T 6bina HavyaTa B Bo3pacTe Ao 60 Mec, 66110 10 naumeHToB ¢ Tsaxenon Gopmow, 4 — ¢ nerkow
dopmoit MIC II; B rpynne 60nbHbIX, Y KOoTopbix 3T 6bina HavaTa B Bo3pacTe ctaplie 60 mec, 6bi10 9 NauMEHTOB € TSXKEN0M U 1 ¢ nerkon dopmon
MMC Il. 3HaveHnsa pa3mepos MMKI n 3CJ1XK paccynTaHbl B % NPeBbILEHNUS BEPXHEN FPpaHuLLbl HOPMbI Mo Becy. * — p = 0,043; ** — p = 0,024

B CPaBHEHWM C UCXOAHbIM 3HaveHneM nokasatens. MMM — mexekenyaoukoBas neperopoaka, 3CJIK — 3afHss CTEHKa NEBOro XKenyaoykKa,

MMNC — mykononucaxapuaos, 3T — depmeHTo3amecTUTeNbHas Tepanus.

Note. In the group of patients who started ERT at the age under 60 months, there were 10 patients with a severe form and 4 with a mild form of
MPS 1I; in the group of patients who started ERT at the age above 60 months, there were 9 patients with a severe form and 1 with a mild form of
MPS Il. Values of IVS and PLVW sizes are calculated as % exceedance of the upper limit of normal by weight. * — p = 0.043; ** — p = 0.024 as
compared to the initial value of the indicator. MM (IVS) — interventricular septum, 3CJTXK (PLVW) — posterior left ventricular wall,

MMC (MPS) — mucopolysaccharidosis, ®3T (ERT) — enzyme replacement therapy.

Bo Bpema ®3T, KpoMe HexenaTenbHbIX ABNEHUI, KOTO-
pble MOMK BbiTb OTHECEHbI K TEYEHWUIO OCHOBHOMO 3ab6ose-
BaHu4, y 2 nauneHToB ¢ Taxenon ¢opmown MIC I, HavyaBwKMx
NeyeHne B Bo3pacTte 34 n 27 MeC COOTBETCTBEHHO, Yyepes
14 n 15 Mec oT Havyana Tepanuu naypcynbdason BOSHUKIN
nabopaTopHble U3MEHEHUS B BMAE MaKpo- U MUKporema-
TYPUK, MPOTEUHYPUU, TUNoaNbOYMUHEMUU, TUMOMNPOTEU-
HEMUU. Y NepBOro nauueHTa Takxe MMeNno MecTo MoBbl-
LWeHne apTepuanbHoro gasnexus. Cnegyet OTMETUTb, YTO
o6a nauueHTa MCMbITbiBanW MOBTOPHbIE HeXenaTeNbHble
ABNEHUS, CBA3AHHbIE C MHPY3MeEN, Tpebyloline Ha3HaYeHns
rMIOKOKOPTMKOCTEPOUAOB. Y NepBoro nauuMeHTa B CBSA3M
C HexenaTteflbHbIMU SBAEHUAMM, CBA3AHHBIMU C UHODY3U-
en, ®3T npepbiBanacb ABaxabl Ha cpoku 10 u 19 Hep.
060MM NauneHTam B CBA3M C BO3HUKLIMMU NPOSIBNEHUAMU
HedpPOTUYECKOrO CMHAPOMA M remaTypuen 6binnm Ha3Have-
Hbl MHTMOUTOPLI @aHrMOTEH3MHNpPEeBpaLLatoLWero GepmeHTa;
y NepBOro nauueHtTa B CBA3WM C COMYTCTBYIOWMUMU HEXKe-
natenbHbIMU ABNEHUAMMU, CBA3AHHbIMU C UHODY3nen, 3T
Oblla NPUOCTaHOBNAEHA, BTOPOMY NauueHTy 6bla1 Ha3Ha4veH
npPeaHU30/10H.

OBCYXAEHME

Pe3iome 0CHOBHOIro pe3ynbTata uccjiieoBaHus

[nutenbHo nposoaumasn 3Ty getert ¢ MIC I, 1l n VI Tinos
NPUBOAMT K CHUXEHUIO Harpy3ku Al o6paTHOMY pa3BUTUIO
opraHomMeranunu, HUBENMPOBAHWUIO CMHAPOMA LMUTONM3a, CTa-
6vnn3aummn peryprutauumn Ha KnanaHax cepgua u ctabunumsa-
LMK TONWMHBI MWMOKapaa. Peryprutaums Ha aopTanbHOM Kia-
naHe y geten ¢ MINC Ha ¢doHe npoBogumon P3T HapacTaeT.
BnepBsble onucaHo pa3Butve Ha GpoHe P3T HedbpPOTUHECKOrO
cvHApoma y 2 naumeHToB ¢ Tsxenon dopmon MIIC 1.

06cyXaeHue OCHOBHOrO pe3ybTata UcC/iefOBaHUA

OnncaHHOe B HaCTOALEM UCCNeaoBaHUn AMHaMU4ecKoe
CHWKeHne ypoBHa TAl Ha ¢oHe P3T (NpoAOIKUTENBHO-
ctbto 4o 90 mec) y geten ¢ MIIC |, Il n VI nogyepknBaet
30 GEKTUBHOCTb ANUTENBHO MPOBOAMMOW Tepanuu, Hanpas-
JNIEHHOW Ha CHUXEeHWe Harpy3ku natosiorm4yeckum cybcerpa-
TOM, W MpeacTaBnseT Hanbonee anutenbHoe HabnioaeHue
fJaHHOro napametpa y geten ¢ MINC B HacTosiliee BpeMs.
Ha gnutenbHbin adpdekT P3T B OTHOLWEHUN CHUMKEHUS IKC-
Kpeumun F'Al paHee ykasbiBanu R. Parini n coaBT., onucasLune
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OpuruHanbHas ctaTbf

OWMHaAMWUKy NposBAEeHUN y 17 nauneHToB (4eTu 1 B3pocCible)
¢ MIC Il Ha doHe anuTenbHoW (B cpeaHeM okono 8 net) 3T
[23]. CnegyeT OTMETUTb, YTO B HACTOSILLEM MCCNEeAOBaHWUK
60/1ee NOMOBUHbI MALLMEHTOB COCTaBASANU AETU C HEMPOHONa-
TMyeckumu popmamn MIIC, yto cBMaeTENLCTBYET 06 adhdeK-
TMBHOCTM P3T B OTHOLIEHUWN CHUXKEHWUS YPOBHS NaToNOrw-
4yecKoro cybcTpaTa Y naumeHToB AeTCcKoro Bo3dpacta ¢ MIC
W nporpeccupyowmm nopaxeHnem LIHC. Hactosuwwue pas-
Hble COOTBETCTBYIOT AaHHbIM C. Lampe 1 COaBT. O CHUXEHUHN
3Kckpeuun MAl B cMellaHHOW Mo BO3pacTy rpynne naumeH-
TOB c TsxKenon ¢opmont MIC Il Ha doHe D3T [24].

BmecTe ¢ Tem ypoBeHb Al 4OCTUI HOPMasbHbIX 3Ha4ve-
HUM NUWb Y 36% NauMeHTOB, YTO CBMAETENbCTBYET O COXpa-
HEHUW pe3nayanbHON aKTUBHOCTM 3aboneBaHus Ha ¢doHe
®3T. OTcyTcTBME HOpManu3auuu nokasatensa FAl B mMoye
Ha ¢doHe P3T y naumeHToB ¢ MIMC nokaszaHo R. Giugliani
M coaBT. nocne 53 Hepg Tepanuu y 27 nauneHtos ¢ MIIC Il,
HavyaBwux 3T B Bo3pacTe 1,4-7,5 net [25]. Pe3ynbrathl
OTKPbLITOrO WCCnefoBaHWs NapoHuAasdbl TaKxe npoje-
MOHCTPUPOBaNM OTCYTCTBME HOpManu3auuuM MoKasaTens
aKckpeuun TAI yepes 3,5 roga Tepanuu y 72% naumeH-
T0B [9]. M. Kilic n coaBT. yKasbiBaloT, 4TO Y 6 MNaLMEHTOB
c Tsenon ¢opmont MMC VI, HavaBwuKx P3T B BO3pacte
oT 33 go 154 mec, HK1 nocne 6, HM nocne 12 mec Tepanuu
ypoBHU Al He AOCTUIN HOPMasbHbIX 3HAYeHUN [26].

[aHHble 0 HapyweHnn dyHKUmMK nedeHn npu MIC B nuTe-
paType NpoTUBOPEYMBLI U HEMHOIOYUCAEHHbI. TaK, O NOBbI-
lweHnn GepMeHTOB nevyeHun y naumeHtoB ¢ MIIC coobuwa-
0T NUWb €4UHUYHble NyGAMKaLMK: Ha JaHHble U3MEHEHUS
yKasbiBanu [. [JBopsikoBcKasa M coaBT.,, P. Krawiec 1 coaBT.
[27, 28]. B 10 ke Bpems J. Wraith 1 coaBT. (2008) yTBEpPK-
natoT, 4To y nauneHtoB ¢ MIIC Il otnoxeHune FAl B neveHu
He NPUBOAMUT K HapyLleHunto GyHKLKUK opraHa [29]. AnHaMunKa
nokasartenew TpaHcamMuHa3 Ha ¢oHe P3T y nauueHToB
¢ MIC paHee B nutepaType He onucaHa. PaKT MONoXKu-
TenbHoro BAnaHuMa ®3T Ha nokasaTenn GepmMeHTOB NnevyeHu
4ypes3Bbl4alNHO BaXKeH AN NaLMeHTOB C AaHHbIMU JIM30COM-
HbIMW 601E3HAMMN HAKOMIEHNS B OTHOLUEHUN 6E30MacHOCTH
Ha3Ha4yeHUs COMNyTCTBYKOLWEN CUMMNTOMATUYECKON MeauKa-
MEHTO3HOM Tepanuu ¢ NOTeHLMaNbHbIM FrenaToTOKCUYECKUM
OENCTBMEM, B TOM YMUCe NPOTUBOCYAOPOKHON TEpanuu.

HecmoTpsi Ha nonyyYeHHble B HACTOSLLEM MCCNefoBaHMU
CTaTUCTMYECKM 3HAYMMble MOKalaTenu Hopmanuadauuu pas-
MepoB neyvyeHn u ceneseHku y geten ¢ MIMNC Ha doHe P3T,
coxpaHsiolmecsa renatomeranus (y 59%) n cnneHomeranus
(y 44%) cBUOETENbCTBYIOT O HEBO3MOMXHOCTU [OOCTUMKEHUS
06paTHOro pPa3BUTUS OpraHoMerananv y BCEeX MauMeHTOB.
Mo Hawemy MHEeHUI0, 06bACHEHMEM 3TOMY MOXKET 6bITb GaKT
npeobnagaHus NaLMeHTOB C TaxenbiMKM dopmMamm 60NE3HM.
lMpeanonoxeHne o reHese nogobHOro OTBETa Ha Teparnuio
NnoALepKMBAETCS AaHHbIMU NUTepaTypbl. Tak, HOpManM3aums
pa3mMepoB MeYeHW OMucaHa y NauMeHToB ¢ 60fee MArKMM
B paMKax HemnpepbIBHOMO KAMHWUYECKOrO KOHTMHYMa deHo-
Tvnom [11, 12, 30]. B rpynnax nauueHToB, 60JbLUMHCTBO
M3 KOTOPbIX OTHOCKIIOCH K 6osiee TaxKenomy Te4eHuto 3aborne-
BaHWS, NosioxutenobHoe BausaHne ®3T Ha pasmepbl NapeHxu-
MaTO3HbIX OPraHoOB BblpaXKEHO B MeHbLlen cTenenu [31-33].

OnucaHusa OMHaMWKKM MaToIOrMYEeCKUX MPOSIBNEHUH CO
CTOPOHbI cepaua Ha doHe P3T y naumeHToB ¢ MIMC B nuTe-
paType BKAOYalOT Manoe KOMMYecTBO MaLMeHToB, B 60/b-
WUMHCTBE CMy4aeB OCHOBaHbl Ha HabGAOAEHWUM CMELUaHHbIX
rpynn, COCTOSIWMX M3 MNaLMEeHTOB AETCKOro M B3POC/IOro
BO3pacTa, M B OCHOBHOM He CoAeprKaT CTaTUCTUYECKOro noa-
TBEPKAEHUS NOMYYEHHbIX PE3YNbTATOB. [laHHble 0 AMHaMKUKe
M3MEHEHWIN CO CTOPOHbI cepala Ha ¢oHe anuTenbHon P33T
y nauuneHToB aeTckoro Bo3pacTta ¢ MIIC Il B nutepaType nme-
0T MeCTO B ABYX nyb6nukaumsx [33, 34].

PasButne Ha ¢poHe ®3T HeppOTUYECKOro CHHAPOMA.
M3meHeHns B nabopaToOpHbIX [AaHHbIX, COOTBETCTBYOLLINE
HedpoTUYEeCKOMyY cuHApPOMY, Yy naumeHtoB ¢ MIC Il Ha doHe
®3T onucaHbl BNepsble. B nntepatype MMEIOT MECTO eAnHMY-
Hble OMMCaHUs annoMMMyHHOW Hedponatum Ha GoHe npoBse-
aeHna O3T npu Apyrvux M30COMHbIX 60NE3HAX HaKOMIEHMS.
O6paTUMbI HEPPOTUHECKMIN CUMHAPOM OMUCaH y NauueHTa
¢ 6one3Hbio Nomne BO BPeMSI BbICOKOAO3HOM 3KCMEPUMEH-
TanbHOM 3T peKOMOUHAHTHON YeT0BEYECKON KUCION anbda-
rIOKO3MAa30m. MNatoreHeTM4eckon OCHOBOWM [JaHHOro COCTOSI-
HMA Yy NauueHTa sSBAsiacb NOATBEPXKAEHHAA TMCTONOrMYECKH
MemOpaHo3Has HedponaTns C OTJIOKEHWEM B roMepynax
UMMYHHbBIX KOMMNEKCOB C PEKOMOWHAHTHOM YenoBeYeCKon
Kucnomn anbda-rnoKko3ngason [35]. Mem6paHosHas Hedpona-
TUS C MONTIOXMTENbHBIM OKpallMBaeM Ha aHTUTeNa K arancuaia-
3e, KIMHUYECKM NPOSBASIOWAACA NPOTENHYPUEN, NUMMaypHUeEn
1 nepudepuyecKMMM OTeKaMu1, onnucaHa y nauueHTa ¢ 6ones-
Hblo Pabpu Ha PoHe P3T [36]. Pa3zBUTME PE3UCTEHTHOrO K
CcTepongHov Tepanuv HedpOTUHECKOrO CMHAPOMa, apTepualb-
HOM TMMNEePTEH3UW M MUKPOremaTypun Ha dOHe annonMMMyH-
HOM MeMO6paHO3HOW HedponaTM C OTIOKEHMEM WUMMYHHbIX
KOMIMIEKCOB, BK/IOYAOWMX PEKOMOUHAHTHYIO YeNoBEYECKYIo
apuncynbdartasdy B, onucaHo y nauueHta ¢ MIMC VI yepes
19 mec nocne Havana 3T un yepe3 1 Hex nocne opToneanye-
CKow onepaumun [37]. Henb3a MCKIOUYKUTL, 4TO NabopaTopHble
N KIMHUYECKMEe MPOSIBIEHUS Y OMUCAHHbIX HaMW MaLMEHTOB
TaKXe CBUAETENbCTBYIOT 06 an10OMMMYHHOM MOPaXKEHWUM MOYEK
Ha GOHe BBEeAEHMS YyXKepoaHOro peKOMOMHaHTHOro 6enKa.

Bnusuue cpokoB Havyana ®3T Ha TeyeHune MIIC.
B Hawem nccnegoBaHUKM pasHMLbl MEXAY CHUXKEHMEM ypOoB-
HeA TAl B Mo4e Ha poHe annTenbHo nposoanumon 3Ty aeten
¢ MMNC Il, HayaBwux nony4yatb ®3T go v nocne 60 Mec,
He 06HapyXeHo. Kpome Toro, GpaKT BbIpaXKEHHOIr0 CHUXEHUS
ypoBHs Al" B Mo4e B rpynne AeTen B Bo3pacTe Ao 5 nert, and
KOTOpbIX B HacTosilee BpeMs uaypcynbdas3a He 3aperu-
CTPMpOBaHa K NPUMEHEHUIO, ABASETCA Ype3BblHaNHO BaXk-
HbIM B CBETE AOKa3aTeNnbcTBa addeKTa Tepanmm Ha CHUKe-
HWEe HarpyskuM MaToNorMyeckum cybecTpaTom y nauMeHToB
B Bo3pacTe Ao 5 net. JaHHble MexayHapoaHoro perucrpa
60/bHbIX C cMHAPOMOM XaHTepa (Hunter Outcome Survey)
TaKXXe CBMAETENbCTBYIOT O CHUMEHUN YPOBHSA aKCKpeLmmn Al
C MOYoM Ha doHe 6 mec P3T KaK y nauMeHToB, HaYyaBLLMX
nonyyatb Tepanuto nocne 6 net, Tak 1 go 6 net [31].

B HacToswem uccneaoBaHMM NMOKa3aHO MONOXKUTENbHOE
BnvsaHne 3T Ha MWOKapAa NEeBOro Kenyaoyka B BMAe CTa-
oununzaumm TonwmHbl MMM wn 3C/XK B rpynnax nauueH-
TOB C pas3nunyHbiMyM Tunamu MIIC, ctabunn3aumn TONLWMHbI
3CJTXK y naumeHTtoB ¢ MIIC Il pasnnyHoro Bo3pacTa, a Takke
B BUAe o6paTHOro passutus runeptpodun MK y naumveHToB
¢ MIC ll, HayaBlmx 3T nocne 60 mec, 1 cTabunmaarmm Hop-
mManbHow TonwuHbl MMM y naumerTos ¢ MIC Il, HayaBwmnx 3T
[0 60 mec. OnucaHHoe HaMu ymeHbLieHne rmneptpodun MK
y neten ¢ MIC Il, HayaBwwmx Tepanuio nocne 60 Mec, CXOAHO
C paHee OMWUCaHHbIMWU JaHHbIMU O MONOXKUTENBHOM BAUSHUU
®3T Ha runepTpodumio MMoKapaa y naumentos ¢ MIIC |, I n VI,
YTO COOTBETCTBYET KOHLEMLMM BO3MOXHOCTM 06paTHOro pas-
BUTUS oTioxeHun Al B Mnokapae [34, 38, 39].

OTCcyTCTBME CTATUCTUYECKM 3HAYMMOM OMHAMWKK peryp-
rMTauumn Ha KnanaHe N1ero4Hon apTepum, MUTPaNbHOM U TPU-
KycnuganbHOM KnanaHe y nauveHTtoB ¢ MIC Il, HavyaBWwwmx
Tepanuio Ao 5 NeT, a TakKe Ha BCeX KnamaHax cepaua y
naymenToB ¢ MIC Il, HayaBwux P3T nocne 5 net, AEMOH-
CTpUpyeT CTabmnnmsaumio AaHHbIX CTPYKTYp Ha GoHe P3T, yto
NnoaTBePXAaeTcs AaHHbIMKU nuTepaTtypbl [38, 40]. C apyrown
CTOPOHbI, AaHHas 0COBEHHOCTb MOXET ObiTb 06ycnoBieHa
HeJOoCTaTOYHbIM NEPMOAOM HabMAEeHUS B Hallem uccneno-
BaHMU 1 B AaHHbIX IUTEPaTypbl.



B cBeTe nocnegHero nNpeanoioXeHus CTOMT y4uTbiBaTb
JocTuratollee CTtaTUCTUYECKOM 3HaYMMOCTM HapacTaHue
peryprutauuu Ha aoptanbHOM KnanaHe Ha ¢oHe ®3T B rpyn-
ne nayMeHToB € pasnnyHbiMK TMNamu MMC u y nauneHToB
¢ MMC ll, HayaBlwmnx 3T go 5 net. HapactaHue perypruta-
LMW Ha MUTPaNbHOM WM/WIKM aopTanbHOM KnanaHax y geten
n B3pocnbix ¢ MIMC I, Il u VI Ha poHe ®3T onmcaHo 1, No MHe-
HUIO HEKOTOPbIX aBTOPOB, MOXET OblTb 06bSCHEHO GeAHO-
CTblO BacKynap13aLnmn KnanaHHbiX CTPyKTyp [34, 39, 40].

[aHHbIe O NONOXWUTENIbHON AMHAMUKE B OTHOLLIEHWM IKC-
Kpeunn F'Al n ctabunusauymm nokasatenen IxoKrl (3a UcKto-
YyeHMeM peryprutaummM Ha aopTajbHOM KnamnaHe) y nauu-
eHtoB ¢ MIMC Il, HayaBwmx ®3T go 5 net, AONONHSAT
nmelowmecs B nutepatype HEMHOIrOYMCIEHHbIE pe3ynbTaThl
no 3POEKTUBHOCTU NE€YEHUSA MaALMEHTOB AaHHOW rpynnbl,
4YTO IBNSIETCS YPEe3Bbl4alHO BaXHbIM B CBETE OTCYTCTBMS
[0 HacTosWEero BpPeMEHU perncrpaunoHHon WMHbopmMaumm
0 NIe4YeHUn NaumneHToB AaHHOro Bo3pacta [23, 26, 33].

OrpaHu4YeHUs uccnegoBaHus

OrpaHnyYeHnem nuccneaoBaH1sa ABASIOTCA ero PETPOCMNeK-
TUBHbIN XapaKTep M Manoe YUCO0 NaLMeHTOB, BKIOYEHHbIX
B aHaiM3 pasnMyHbiX MNoKasaTenen. Y4yuTbiBas PEAKOCTb
onucbiBaeMow NaToiornun, B CPaBHUTENbHbIA AMHAMUYECKUI
aHanu3 nabopaTopHbIX U MHCTPYMEHTANIbHbIX MOKa3aTenen
6blNMM BKKOYEHbI MaUMEHTbl C pas3nnyHbiMu Tunamu MIIC,
4YTO HE MNO3BONSET OLEHUTb 3IPPEKTUBHOCTbL MpenapaTosB
ans 3T nsonupoBaHHO ans Kaxkgoro Tmna MIC. B cBsA3u
C HEBO3MOXHOCTbIO BblYMCNEHUS OOGBEMOB MEYEHU U cene-
3€HKMW Ha OCHOBaHMM AaHHbIX Y3W He 6bia1 NpoBeAeH TOYHbIN
aHann3 U3MEeHEeHWs pa3mMepoB [aHHbIX OpraHoB Ha ¢oHe
®3T, 1 cyKaeHWe 0 AMHaMWKe pa3MepoB MapeHXxMMaTos-
HbIX OPraHoB OCHOBAHO Ha UCMOSIb30BaHMU KAaYeCTBEHHOIO
6MHaApPHOro NpuM3HaKa, 4YTo MOrM0 MPUMBECTU K HEeJoOoLieHKe
NMONOXKWUTENBHOIO BAUSHUS Tepanuu. bonbluas aons nauu-
E€HTOB C TSXKenblM GEeHOTUMOM, BKIIIOYEHHbIX B UCCneaoBa-
HWe, He MOo3BOoMUIa NPOBECTU UCCeAoBaHUsA NoKalaTenen
BbIHOC/IMBOCTU U GYHKLMKW BHELIHErO AbIXaHWs, SBAAOLMXCS
BaXKHbIM OoTpaxkeHnem addeKkTnBHOCTH D3T.

3AK/TIIOMEHME

B HacTosiwiem uccnenoBaHuMu Ha doHe anutenbHon O3T
B rpynne geten ¢ pasnuyHbiMu tunamu MIC, 601bWKWHCTBO
M3 KOTOPbIX MMENU Taxenbln GeHoTun, W B rpynne nauu-
eHToB ¢ MIC Il, HayaBwwux nonyyatb ®3T go 5 net, npoae-
MOHCTPUPOBAHbI CHUXEHWe aKcKpeuun Al ¢ movon, npe-
potepauieHune runeptpodmn MK n 3CJTK, ctabunmzauns
peryprutaumMmM Ha KnanaHax cepjua, Kpome aopTasbHOro
(oTMe4yeHo HapacTaHue peryprutaumu). Y geten ¢ MIC I,
HavaBwmKx nonyyate ®3T nocne 5 NeT, 0OTMEYEHO YMEHb-
weHue runeptpodun MMM, B rpynne geten € pasnnyHbl-
Mn TMnammn MIC Habnganacb HopManu3aums GepmMeHToB

CMUCOK JINTEPATYPbI

1. Braunlin EA. Cardiac involvement in the mucopolysaccharide
disoders. In: Moller JH, Hoffman JI, editors. Pediatric cardiovascular
medicine. 2nd ed. NY: Wiley-Blackwell; 2012. pp. 982-991.

2. Neufeld E, Muenzer J. The mucopolysaccharidosis. In: Scriver CR,
Beaudet AL, Sly WS, Valle D, editors. The metabolic and molecular
basis of inherited disease. NY: McGraw-Hill; 2001. pp. 3421-3452.
3. Valayannopoulos V, Nicely H, Harmatz P, Turbeville S. Mucopo-
lysaccharidosis VI. Orphanet J Rare Dis. 2010;5:5. doi: 10.1186/
1750-1172-5-5.

4. Giugliani R, Federhen A, Rojas MV, et al. Mucopolysacchari-
dosis I, I, and VI: brief review and guidelines for treatment. Genet
Mol Biol. 2010;33(4):589-604. doi: 10.1590,/S1415-4757201000
5000093.

neyeHW W paspelleHne renarto- M cnaeHomerannun. Takum
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ATONUYECKUI AEPMATUT SIBASIETCS PACPOCTPAHEHHbLIM XPOHUYECKUM BOCMaNTEIbHbIM 3a60/1€BaHUEM KOXKM, XapaKTepu-
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He TOJIbKO pa3BuTHIO 601E3HM, HO M €€ MPOrPECCUPOBAHMIO N XPOHNYECKOMY TEYEHMIO. B cTaTbe npeacTaB/ieHbl Pas3iniHble
3BeHbS 3TMONaToreHe3a aTtonuM4ecKoro JepMmaTtuTa, onvcaHa poJsb AMnnuaoB, 6aarogaps Yemy nepes cneymannctamMmm OTKPbI-
BalTCS HOBbIE «MULLIEHW» AJ151 TEPaNneBTUYECKOro BO34EHCTBUS.
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PACIMPOCTPAHEHHOCTb

ATOMMYECKUI AepMaTUT SBASETCA pacnpocTpaHeHHbIM
BOCManuTeNbHbIM 3a60/IEBaHNEM KOXM, KOTOPOE nopaxa-
€T Bce 60/bllee YUC0 AeTen MnajeH4YecKoro Bo3pacra [1].
B nocnepHue agecATMNeTMs OTMEYaeTCs HEYKIOHHbIW pocCT
3a6071€BaeEMOCTN aTOMUYECKUM [AEPMaTUTOM B Pa3BUTbIX
cTpaHax. B 2016 r. 3a6oneBaeMOCTb aTONMYECKMUM Aepma-
TuTOM y geTen B CLUA yBennyunaco Ha 17,2%, B EBpone —
Ha 15,6% [2]. B Poccun nokasaTenb 3ab0neBaeMoCTH
aTOMMYECKMUM AEepMaTUTOM B TOT e MNepuos BPEMEHM
cocTtaBun ot 6,2 o 15,5% B 3aBUCMMOCTHK OT permoHa [3].

o HeKOTopbIM AaHHbIM, aTONMUYECKWUI AEPMATHUT B NEPBbIN
roj XU3HW pa3BuBaeTcs npumepHo y 60% geten, o 5 net
HM3HU — y 85% [2]. J. Kim 1 coaBT. [4], 0606WM1B pe3y/b-
TaThl 45 wuccnefoBaHWi, B KOTOPbIX ydacTBoBano 6osee
110 Tbic. NauMeHToB M3 15 cTpaH, NoKasanu, 4To y AeTen
ctapwe 8 net B 80% cnyyaeB yxe OTCYyTCTBOBaAM CUMMTO-
Mbl @TOMWYECKOro AepMaTtuta, U Nullb mMeHee 4em y 5%
npu3HakuM 6onesHn coxpaHsanucb Yepes 20 net Habnoae-
HUSA. BmecTe ¢ TeM y geten ¢ 4e6GloTOM aTonMYyecKoro aep-
MaTuTa [0 ABYXJIETHEro BO3pacta OTMeYeH 60siee HU3KWUH
PUCK XpOHM3aLMK AepmaTo3a B OTIMYME OT MaLMEHTOB,
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OGMEH onbITOM

Yy KOTOPbIX NepBble NaTo/iorMyeckue nNposiBNeHUs BO3HUKIIU
B 6onee ctapuwem Bo3pacte [4].

KOXHbI# NMOKPOB pebeHKa C NepBbiX MUHYT KWU3HU
NOCTOAHHO MNOABEpPraeTcsd BO3LEWCTBUIO BHELWHUX bakK-
TopoB. HapyweHune 6apbepHOn YHKLMU KOXMW MPUBOAUT
K TPaHCKYTaHHOMY MPOHUKHOBEHWIO BHELUHUX aniepreHos,
4YTO MHAYUMPYET KacKkaj MMMYHOBOCMANUTENbHbBIX peaKkuui
B Koxe. J. Spergel n A. Paller, ngyyas mexaHu3mbl pas-
BMTWUS aTOMMYECKOro Maplla, MoKasanu CBS3b HapylleHus
6apbepHON (YHKLMKU KOXKW C pasBUTUEM annepruyeckux
3ab0/1eBaHU, TaKMX KaK aTOMMYECKUW OepmaTuT, acTma,
nuuieBas anneprus u annepru4ecknin puHut [5]. B nccnepo-
BaHunK D. Gustafsson u coaBT. y 87% AeTen ¢ aTONUYECKUM
fepmaTUTOM TevyeHwe 3aboneBaHus CTabuMnM3nMpoBasoChb
K 7-NeTHemy BO3pacTy, XxapaKTepu3ysacb MEHee BblParKeH-
HbIM MOpPaeHWeM KOXHOro nokposa W Oonee AnuTesb-
HblIMWM Mmepuodamu pemuccun. OfHaAKO K 3TOMy BO3pacTty
y 43% peTen yxe pasBuBanacb actma, y 45% — annepru-
YECKUM PUHWUT [B]. DTU pe3ynbTaTbl HAXOAAT NOATBEPKAEHUE
B uccnenosaHuu D. Peroni v coaBT.: cpeav Aetewn, cTpaja-
fOLLMX aTONMMYECKMM AepmaTuTom, B Bo3pacTte oT 3 o 5 net
annepru4yeckum puHuT passuicsa B 32% cny4yaes, CUMOTOMbI
6pOHXManbHON acTMbl — B 24% [7].

3TUOJIONUSA U NATOTEHE3

C y4eTOM 3Ha4YUTENbHOIO YBENNYEHUS pacnpoCTpaHeH-
HOCTW XPOHUYECKMX anfiepruyeckmx 3abonesaHuit, B TOM
yucne aToNMYECKOro aepmMaTuta, yCcunus uccnegosatenen
B nocnefHue rofbl HanpaBieHbl Ha WM3y4YeHWEe BO3MOXK-
HbIX METOA0B NpodUNaKTMKKM AepmaTto3a. B aton cBa-
31 60/bluas ponb B pa3BUTUM 3aboneBaHWs OTBOAMTCSA
B3aMMOAENCTBUIO TeHEeTUYeCKnx GakTopoB U ¢daKTopoB
OKpyxatowen cpepbl. NogobHble HabnaeHus nNpuénu-
3UIN K MOHMMAaHWIO BNWSIHUS 3KCMOCOMa* Ha naToreHes
aTonuMyecKkux 3aboneBaHWin, TEOPUIO KOTOPOro o6ocHOBaN
C. Wild B 2005 r. [8]. KoHuenunsa npeactaBnseTcs CoOBO-
KYNMHOCTbIO BO3AENCTBUIN 3KOJIOTMYECKMX PaKTOpoB, 0bpa-
3a XKM3HM, COLMaNbHO-IKOHOMMUYECKOrO CcTaTyca, YPOBHS
coumnanbHOM cpefbl, a Takke OWONOrMYECKUX peaKkuuw,
Ha4yMHasa ¢ nepuofa 3ayaTva nnoga. OAHUM U3 NPUMEPOB
B/IMSIHUA 3KCMOCOMa SBNSIETCS yBeNMYeHWe pacnpocTpa-
HEHHOCTW annepruyeckmx 3abonesaHunn, ocobeHHo B CLLUA
n 3anagHon EBpone, B nepunoa, Korga 3HaunTenbHO name-
HUNACb 3KOMOTMA, rMobanbHO YNyYWWIUCb CaHUTapHbIe
YyCNOBUS M NOBbLICWUICA YPOBEHb MMMYHM3aLMK 0OWECTBa.
HakannuBaloTcs AoOKasaTenbCTBa BAMAHUSA 3Kcmocoma
Ha MWKPOOGMOM YenoBeKa, OCOBEHHO B paHHWK nepuon
¥W3HU, B pe3ynbTaTe Yero MeHsIeTcs PUCK BOZHUKHOBEHMUS
MMMYHOOMNOCPEAOBaHHbIX 3a60NeBaHNN, KakuM SBSETCHA
aTonuMyecKkum gepmaTut [9].

B nocnegHee Bpems nosiBnsetca Bce 06o/blle paboT
006 U3Y4eHUKN PO MUKPOBUOMa KOXKM y AETEN C aTOMUYECKUM
[epMaTuToM. YCTaHOBMIEHO, YTO MPW MPOXOXKAEHWU Yepel
poaoBble NyTH y pebeHka GopmupyeTcs MUKPOOGMOM KOXM,
cofepKallmMi NakTo6aKTepum u apyrme MMKpPOOpraHu3mbl,
KOTOPbIA CTUMYNUPYET UMMYHHbIW oTBeT [10]. Pesynbrathl
MeTaaHanu3a, BbiNnonHeHHoro J. Penders n coaBT., NOKa3bl-
BalOT, YTO MafEeHLbl, POXK/IEHHbIE MYTEM KECcapeBa CEeYEHHS,
OblNIM CKJIOHHbI K KOJIOHM3MPOBAHMIO KULWIEYHWKa GNOpPoN,
6oraton cTtadUIOKOKKaMM, KOPUHEBAKTEPUSMU, KIOCTPU-

amsamu. | UMEHHO 3TuX aeTen oTanyan 6onee BbICOKMM PUCK
annepruyecknx 3aboneBaHuin B OTMYME OT AeTen, PoauB-
LUMXCH BarnHanbHbiM nytem [11].

YKe cerofHs npoBefeHHble MCCnefoBaHua oTpaXkaloT
0COGEHHOCTM MUKpOOMOMA KMLIEYHMKA MNadeHuUeB C aTo-
nuen. B 4acTHOCTW, U3BECTHO, YTO MNAAEHLEB C BbICOKUM
PUCKOM aToOMMYECKOro AepmaTuTa 1 ainepruieckoro puHmTa
XapaKTepu3yeT CKyAHOe pa3Hoobpa3ve MUKPOOPraHM3MOB.
Y peten, cTpafjatouwmx aTtonuyeckum gepmaTtutom, Obina
BbiiIB/leHA MeHblUas KONOHM3aUMsA KWULWEYHUKa NaKTo-/
6udungobakTepuammn, GakKTepoumgamMum M MNOBbIWEHHAA —
Knoctpnamsamu [12]. O6unbHOe 06CEMEHEHNE Pa3NMUYHbIMMU
BMAaAMKM NlaKTOBaKTepun npeacraBasieT cob60n annepronpo-
TEKTUBHbIA (DaKToOp, B TO BPEMS KakK M306WMaMe KIOCTpu-
UM accoumupyeTca ¢ aTonMyecknmun 3aboneBaHuamm [13].
CTOMUT OTMETUTb, YTO METO BCKapMIMBaHUS pebeHKa TaKkxe
BINSIET HA PUCK BO3HWKHOBEHWUSA aTONMMYECKUX 3aboneBaHmni
y pebeHKa: TaK, Npu rpyaHoOM BCKapM/MBaHWK y MNafeHLUeB
B MWKPOOMOME KULIEYHWKA OOHaApYKEH BbICOKWUW YPOBEHb
61bUA0OaKTEPUIA U HU3KUI YPOBEHBL KIIOCTPUANIA [14].

B uccnefoBaHUsAX MO M3YyYEHUID MUKPOOMOMA KOXMU
BbISiIBNEHO, 4To Staphylococcus aureus cocTaBnsieT MeHee
5% MWKpobMOMa y 340POBbIX Nt0JeNn, Torga KaKk y nauueH-
TOB C aTOMWYECKMM [JepMaTUTOM OTMeYeHO npeobnagaHue
30/10TUCTOr0 cTadUNOKOKKA, KOTopoe elle 60n1ee BbipaxKeHo
B 06/1aCTM 04aroB MOPaXKEHUs KOXK U NPSMO KoppenupyeT
C TsKecTblo 3abonieBaHua [15]. M3meHeHnss B MUKpobuome
KOXMW 4acTo HabnaalTcs 04HOBPEMEHHO C NOBbILLEHUEM
pH NoBEPXHOCTU KOXW, BCNEACTBUE Yero BO3HUKAET aKTu-
BallMs CEPMHOBLIX MpoTeas, NpPUBOAALWAa K Aerpajauvu
POroBOro cnos U HapyweHUam ero GyHKuunm [16—18].

Oco60e BHMMaHWE CNeuuanucTbl YAENAIT WM3YYEHUIo
reHeTUYeCKnx GaKTopoB B 3TUONOIMMM aTONMMYECKOro Aepma-
TUTa. [eHeTnyecKkne nccnegoBaHua BbigBuan 6onee 40 no-
MMOPGU3MOB, acCOLMUMPOBAHHbIX C PUCKOM Pa3BUTUS aTo-
nuyeckoro gepmatuta [19]. Ocobbin MHTEpPEC NpeacTaBnseT
KacTep reHoB Ha xpomMocoMe 1021, KOTopble yyacTBYHOT
B perynsuuu anuvaepmanbHoro romeoctasa [19]. B noky-
ce KoMMaeKca anugepmanbHoro auddepeHuMpoBaHns
(Epidermal differentiation complex, EDC) coaep»utca MHoO-
YKECTBO MEHOB, KOAMPYIOWMUX GEenKu, BKIOYas NOPUKPUH,
MHBOMIOKPWH M Ap., MyTaLMKW KOTOPbIX CBA3aHbl C AUCPYHK-
uMen KoxHoro 6apbepa. benkowm, yyactBytowmnm B Gopmu-
pOBaHMK eCTeCTBEHHOro yBnaHswouwero ¢garkropa (Natural
moisturizing factor, NMF), aBnsetca ¢unarrpuvH, KoTopbin
UrpaeT pellaloLlyo posib B 6apbepHON GYHKLMK KOXMK. MMpwn
MyTauusx reHa ¢unarrprHa noBbIWAETCA aKTMBHOCTb MpO-
Teas M CHUKAETCS CUHTE3 IMMUAHBIX TaMenew, YTo MPUBOAUT
K AMCOYHKLMKM anuaepmManbHoro 6apbepa Koxu [20, 21].
[N naumeHToB ¢ MyTaumen dunarrpuHa XxapakTepHbl paH-
Hee Ha4vano v 6onee TAXenoe TedeHue aTonMyYecKoro aep-
mMaTtuTa [22, 23]. B gononHeHune K atomy GunarrpuH aBnseTcs
Hanbonee pacnpocTpaHeHHbIM FreHOM, CBA3aHHbIM C PUCKOM
pasBUTUS aTOMMYECKOro AepmaTuTa, a TakxkKe Apyrux aTto-
nUYecKnx 3aboneBaHUM, BKAOYaA acTMy M puHUT. C pas-
BMTUEM aTOMUYECKOro AepmaTuTa CBA3aHbl TaKKe MyTaluu
reHa nMmM@oanuTenmanbHOro MHrMbuTopa CepMHOBOM MpPo-
Teasbl — LEKTI unn SPINK5, 4To noATBEPKAEHO Ha NpUMepe
AMNOHCKUX M eBponencKux nonynaummn [24]. feH SPINKS y4a-
CTBYET B PEryIMPOBaHUU CTPYKTYpPbl U YHKLMKM POroBoro

*  DKCMOCOM (aHr/1. exposome) — COBOKYMHOCTb GaKTOPOB OKPYXKatoLen cpefbl, BAUSIOWENR Ha Perynsiumio reHoB U MHAWBKUAYyanbHOe pas-

BUTWE OPraHNU3MOB.



cnos gepmbl [25]. A. Walley n coaBT., ngeHtMomumposas
pasnunyHole nonumopduambel reHa SPINK5S, nokazanu, 4To
nonnumopdmnam p.Glu420Lys accoumnmnpyeT ¢ MOBbILEHHBIM
PUCKOM pa3BuUTMA aTtonuu [26].

OOHMM M3 OCHOBHbIX BEKTOPOB WM3Y4YeHWUs 3Tuonarto-
reHeTUYECKNX acCMeKTOB aTOMMYecKoro aepmaTuta sBns-
I0TCA UCCNefoBaHUsA CTPYKTYPHO-PYHKLMOHANbHbIX Hapy-
WeHnn anuaepmanbHoro 6apbepa. Oco60ro BHUMaHUSA
3acnyXuBaloT paHHMe dopmbl 60ne3Hu, gebioTupylouwmne
B MJaJeH4YecKoM BoO3pacTe, A4S KOTOPbIX TUMWYHA Heape-
NI0OCTb UMMYHHOW CUCTEMbBI U 3nuaepmanbHoro 6apbepa.
B CLWA n BenukobputaHuu 6biN0 NpoBEeAeHO paHOAOMM-
3UMpPOBaHHOE KOHTPO/MIMPYEMOE WCCNefoBaHME, B KOTOPOM
y4acTBoBasno 124 HOBOPOXKAEHHbIX C OTATOLLEHHbIM Hacnea-
CTBEHHbIM aHaMHe30M MO aTOMUYeCKUM 3aboneBaHuUsaM
W BbICOKMM PUCKOM pasBUTUA aToNMMYecKoro gepmatu-
Ta B MnageH4yeckom nepuoge [27]. MaBHbIM KpUTepuem
BK/IIOYEHUS B UCCNeaoBaHWe SIBASNOChH Hanuyue y O4HOro
W3 poauTenen y4acTHUKOB MPOSBAEHUH aTonuu. MauneHThbl
OblIN PAHAOMU3MPOBaAHbI B TPyrnny NPUMEHEHUS HaPYXKHbIX
YBNAXHAOWMX CPeacTB He pexe 1 pasa B [eHb, HayuHas
C 3- Hepenu nocne PoOXAEHUS, U KOHTPOJbHYK Tpynny,
B KOTOPOW CPefCTBa HapYXHOro yxofa He MCMoNb30Bau.
Mo nctevyeHnn 6 mecsuEeB B rpynne, UCMONb3YOLWEN HaPYXK-
Hble YBNa)KHSIOLWME CPeAcTBa, MPOSBEHUS aToNUMYyeCcKoro
aepmatuta Habnganucb B 22% cnyvaes, 4To 6bi10 B 2 pasa
MeHblUe, YeM B KOHTPOJIbHOW. Pe3dynetaTbl 3TOro uccneno-
BaHWA NoKasanu, Y4To 6a30Bbli YXO4 3@ KOXen HapyrHbl-
MW YBRAXKHSOWUMKU CPeACcTBaMM C OAHOIO MecsiLia YKU3HM
npeacraBnser coo6on aPpbEeKTUBHLIN MeTOA NPOGUNAKTUKM
aToOMMYecKoro Aepmartuta, CHWKalolWMh puUCK 3aboneBa-
HUS 0o 50%. To4yHble MexaHW3Mbl, Gnarogaps KOTOPbIM
cMmfryatowme cpeactBa OKasanum MONOMXKUTENbHbIM 3dDDEKT,
He 6blNn U3yYeHbl, HO, BEPOATHEE BCEro, AaHHbIM 3abdeKT
06ycnoBeH KoppeKLmen CyOKIMHUYECKON AUCHYHKLIMK anun-
AepManbHOro 6apbepa KOXK 1 nocneayowero BocnaneHums
NnyTeM YBNaXKHEHUS KOXU U CHUXEHUS ee NMPOHULAEeMOCTH.
bazoBbIM yxo4 C UCMONb30BaHWEM 3MOJIEHTOB MO3BONISET
npesoTBpaTUTb CYXOCTb KOXW, a TaKXKe NpensaTcTBYeT TPaHc-
KyTaHHOMY MPOHWKHOBEHUIO MOTEHLMUAbHbIX MHULIUMATOPOB
[lepManbHOro BocnaneHus Koxu [28].

NMPO®UJIAKTUKA AEPMATO30B

BaxHylo ponb B HOpManbHOM (QYHKUMOHUPOBAHWUK
anuaepManbHoOro 6apbepa KOXW WrpatoT AUNUAbl, KOTO-
pble NpeacTaBfieHbl LepaMniamu, Xo0/1ecTeposioM, a TaKkKe
XUPHbIMK Kucnotamu [29]. Jlunmnabl coctaBnsitioT Ao 20%
pPOroBOro Cfnosi AepMmbl, U OCHOBHas WX QYHKUMS 3aK/to-
YyaeTcs B MpefoTBpalleHUn TpaHCanuaepMmanbHOM MnoTepu
BOAbl M O6ecrnevyeHUn 31acTUYHOCTU KOXKW. YCTaHOBIEHO,
YTO MpPK aTONUYECKOM AepmaTuUTe U3MEHSAIOTCH KONMYeCcTBO
M GpaKkuun LepaMnaoB, KOTopble MPeAcTaBAsioT co60M
OCHOBY nMNUAHOro cnos [30]. MupHble KUCNOoTbl UrpatoT posb
B CMHTe3e uepamuaoB U ¢ocdonmnmaos, KOTOpble SBASIOT-
CA BaKHbIMW KOMMOHEHTaMW KNeTO4YHOM MembpaHbl [31].
Kom6uHauma Tpex MNOSIMHEHACHIWEHHbIX YWUPHbIX KWCOT,
TaKMUX KaK IMHONEBas, IMHONIEHOBas M apaxnioHoBas (BUTa-
MWH F), aBNsieTCq OCHOBOW A1 CMHTE3a COOCTBEHHbIX Liepa-
Mmngos [32]. MNpu nomolwm depmeHTa Aenbra-6-gecaTypasa
NIMHONEBas KUCMOTa MpeBpallaeTcs B ramma-inHOMEBYHO,
3aTeM B AuroMo-ramma-inHoneHoByto [33]. B pesynbra-
Te 3TOro npouecca HopManmn3dyeTcsl HECKONIbKO GYHKLIMA,
a WMMEHHO: cuHTe3 GochoNMnNUAOB, YKpeniaeHue CTPYKTY-

pbl KNETOYHbIX MeM6pPaH, NPOTUBOBOCNANIUTE/IbHOE U aHTU-
annepruyeckoe [encreue; Tem caMblM OCYLeCTBASETCS
noaaepKa 6apbepHbix CBOWCTB Koxu [34]. PepmeHTHas
OMCOYHKLMSA NPUBOAUT K HapyleHnio GpopMmnpoBaHns auro-
MO-raMmma-/IMHO/IEHOBOM KUCNOTbl — MPejLLIecTBEHHUKa Npo-
ctarnaHgvHa E1 (Prostaglandin E1, PGE1), o6nagatowiero
NPOTMBOBOCNANNUTENIbHON CNOCOBHOCTLIO [35]. TaKkKe Heob-
XOAUMO OTMETUTb, YTO IMHOMNEBAS M JIMHOIEHOBAS KWUCOTbI
obnafatoT BbICOKOW aHTUMWKPOOHOM aKTUBHOCTbIO [36]. 3TO
CBOWMCTBO MUMEET 3HAaYEeHME Npu BbIGOPE HAPYXHOW Tepanuu,
npegHa3HayeHHOW AN aTOMMYHOM KOXMK, KoTopas 6onee
NnoABEPXKEHa BTOPUYHOMY MHOMUMPOBaHUIO. YyuTbiBasd
(aKT coxpaHsoLLerocs Cy6KIMHNUYECKOrO BOCManeHms Koxu
B Nepuoa peMmnccumn atonuyecKoro gepmaTtura, NnpoTMBOBOC-
nanuTenbHble U NPOTUBO3YAHbIE CBOMCTBa BUTaMuHa F fena-
10T ero npeanoyTUTENbHBIM TOMUYECKUM CPeacTBOM 6a3o-
BOr0O yXoJa 3a KOXeWl naluueHTa, HayuMHas C NepBbiX AHEN
U3HU [37]. MpoayKTbl, cofeprkalime BUTaMUH F B BbICOKMX
KOHLUEHTpaUmaX, Takne Kak cpeactBa NMHUKM «ButamuH F
Jin6puaepm» No yxody 3a CyXou U YyBCTBUTENIbHOM KOXeW,
o6nagatoT XOpPOLWMWMW OPraHoNeNTUYECKUMM CBOMCTBAMM.
Mcnonb3oBaHWe NoaobHbIX CPeacTB — HeQoporon v uene-
coobpasHbii MeToa MPOodMIaKTUKK AepmaTo3a B CEMbSX
C NOBbILEHHbIM PUCKOM annepru4yecknx 3abonesaHum.

3AK/TIOYEHME

MccnegoBaHus nocnegHero BpeMeHu BO MHOMOM U3Me-
HWNK HalUK B3MNAAbI HA 3TUOIOMMIO U NaToreHe3 aToNUYeCcKo-
ro gepmatuta. CornacHo COBPEMEHHbLIM NPeACcTaBieHUsAM,
aTONUYECKU AepMaTUT ABNSETCA Pe3ynbTaTtoM CTPYKTYPHO-
dYHKUMOHaNbHbIX AUCOYHKLMI 3anuiepmalibHOro 6apbepa.
B 3TOM CBSA3K KCMONb30BaHWe 3MOJIEHTOB B Tepanuun atonu-
YeCKOoro JepMarurta npeLcTaBageTcs He TONbKO Kak crnoco6
noafepKaHus PEMUCCUMM, HO U KaK BapuaHT naToreHeTuye-
CKOro NledeHust, npegynpexaatoliero 4e6oT U XpoHU3aLmio
3a6oneBaHus B JETCKOM BO3pacTe.
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0O6ocHoBaHue. ConuaHble onyxoau y AeTer 3aHMMaloT BTOPOe MECTO B CTPYKType 3a60/1eBaeMOCTH 3/I0Ka4€CTBEHHbIMMU
HOBOObGpa3oBaHMsMM, ycTynas remobaactol3am. Cpean CoauAHbIX onyxonen rnpubanantenbHo 5% cocTaBisIlOT CapKOMbI
KocTern — octeocapKombl (3%) v capkombl HOuHra (2%). ATUIMYHOCTL TEYEHUS] ITUX 3a601eBaHUI 3aTPyAHAET UX PaHHIOK
AnarHocTuKy. OnMcaHue KIMHUYeCKUX ciy4vaeB. CTaTbsl COAEPKUT ONMUCaHNe LECTU KITMHUYECKUX HabIIl0AEeHUI NaLMeHToB
C KOCTHbIMM capKoMamu. [ToKa3aHbl C0XKHOCTU AMarHOCTUKM 3ab0/1eBaHUI AaHHOM rpyrrbl, 06YC/10B/E€HHbIE OTCYTCTBUEM
crneynpuyHbIX CUMITOMOB M XapaKTePHON KIIMHUYECKON KapTMHOM. 3aKmodeHue. [legquatpam m IETCKUM XMpypram B CBOeH
paboTe HEOBXOAMMO Y4NUTbIBaTb BO3MOXHOCTb aTUIMYHOIO TEYEHUS] KOCTHbLIX CapKoM y AeTei. HepgoctatoyHasi OHKOIOMn-
YyecKasi HaCTOPOXKEHHOCTb SIBJIIETCS MPUYMHOM CYLECTBEHHOIO YBEJIMYEHUS CPOKOB, 3aTpavynBaeMbiX Ha yCTaHOBJIEHME
npaBn/IbHOr0 AMarHo3a, 4To Crocob6CTBYET reHepasu3alnn OryXoJeBOro fpoLecca M CHUXKAET LaHChbl Ha AOCTUXKEHME
pemMuccuu, 0OqHOBPEMEHHO yBE/IMYMBas 3aTpaThkl Ha J1€4EHNS TaKUX 60/1bHbIX.

KnroyeBble cnoBa: feTv, 3/10Ka4€CTBEHHbIE HOBOOOPA30BaHUsI, COIMAHbIE OMyX0JIM, KOCTHbIE CapKOMbI, OCTEOCapPKOMa,
capKoma tOuHra, KIMHU4YeCKui cay4an.

(Ans unTupoBaHusi: PoikoB M. HO. «KnMHUYECKNE MaCKU» KOCTHbIX CapKOM Y AETEN: LWECTb KIMHUYECKUX cnyvyaeB. Borpocskl
coBpemMeHHon negmnatpmn. 2018; 17 (1): 89-93. doi: 10.15690/vsp.v17i1.1860)

OBOCHOBAHME

KocTHble capKOMbl y AeTen cocTaBngT nopsiaka 7%
B CTPYKType 3a60/1eBaeMOCTU 3/10Ka4eCTBEHHbIMU HOBOOG-
pa3oBaHusaMK. Hanbonee pacrnpoctpaHeHHbIMU ONyX0SI MU
ABNAKOTCA OCTeocapKoma 1 capkoma HOuHra [1, 2].

OcTeocapKoMa pa3BuBaeTCs M3 KOCTbOOPMUPYIOLLIEN
Me3eHxumbl [1], cocTaBnser 3% BCEX 3/10KaYeCTBEHHbIX
onyxoneny geten, sctpedvaetcs ¢ yactoton 0,4 Ha 100 Thic.
[EeTCKoro HaceneHuss B Bo3pacte 0-17 net, npeobna-

Maxim Yu. Rykov?' 2

[aeT B BoO3pacTtHou rpynne 12-17 net [2]. TeHaepHoe
COOTHOLLEHWE (MaNlb4uKK/0EeBOYKM) cocTaBnseT 1,3-1,6:1
[1-3]. B 50% cny4aeB onyxofib JIOKanU3yeTcs B NPOEKLUU
KOJIEHHOTO CyCTaBa (aucTanbHble OTAeNbl 6eAPEHHOMN KOCTH,
NpPOKCUManbHble 0TAeNbl 60Mblueb6epLIOBOV KOCTH). BTopoe
MECTO B CTPYKTYpe NnoKanusauui octeocapKoMbl 3aHUMa-
€T NnopakeHne NpoKcMMasnbHoro metaguadusa nieyeson
KocTu. [lopaxeHne aKcuanbHOro cKeneta (Tas, MO3BO-
HOYHbIM cTON6) coctaBnaer 12-15% [1-3]. Haubonee

1 Blokhin National Medical Cancer Research Center, Moscow, Russian Federation
2 Sechenov First Moscow State Medical University, Moscow, Russian Federation

Clinical Masks of Bone Sarcomas in Children:

Six Clinical Cases

Background. Solid tumors in children are one of the most common childhood malignancy, second only to hemoblastosis. Among solid
tumours, about 5% are bone sarcomas: osteosarcoma (3%) and Ewing's sarcoma (2%). Atypicality of the these diseases course makes
an early diagnosis a real challenge. Case Reports. The article presents six clinical observations of patients with bone sarcomas. We
demonstrate the difficulties in diagnosing of this disease group which is associated with the absence of both specific symptoms and
distinct clinical picture. Conclusion. Pediatricians and pediatric surgeons should take into account the possibility of atypical course
of bone sarcomas in children. Low cancer alertness is the reason for a significant delay in establishing the correct diagnosis which
contributes to the tumour process generalization and reduces the chances of achieving remission while increasing the cost of treating
such patients.
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4acTbiM KAMHWYECKMM MPU3HAKOM OCTEOCAPKOMbI ABASET-
cq Tynasi HapacTalowas 60nb Haa NopaxeHHoM 06/acTblo.
Y 2/3 nauMeHToB OTMeYaeTcsl MATKOTKaHHbIM KOMMOHEHT:
KOHEYHOCTb yBennyeHa B o6beme, oTeyHa [3]. Ha Hayvanb-
HbIX CTaAMSAX IMXOopajKa U CHUXEHME Beca OTMevatoTcs pea-
KO. KnuHuyeckas KapTMHa NHEBMOHMK, NNeBpUTa pasBnBa-
€eTCs NPU HaNN4YMKM MeTacTaTUYECKOro NopaxKeHmsa nerkux [2].

JleyeHne naumeHToB C OCTEOCapPKOMOW MPOAOIKUTENb-
Hoe (nopsiaka 12 mec) M KOMOWHMPOBAHHOE: BKIIKOYaAET
0o 10 KypcoB xumwuoTepanuu (pasnmMyHble KOMOWHaUMK
npenapatoB UMCNIaTMHa, LOKCOPYOGMLMHA, MeToTpeKcarTa,
ndochamumaa, goueTtakcena, remuutabuHa) U Xupypruye-
CKUK aTan. lpu XMpypruyeckom nevyeHnn Hambonee 4acto
BbIMOJIHAIOTCA OpraHocoxpaHsiowme onepaumm — 3ame-
leHne gedekra aHgonpote3oM. Mo Hawum HabngeHUaIM
(cTaTucTMYeCKMe AaHHble OTCYTCTBYIOT), nuwb B 10% cny-
YyaeB BbIMOJHAIOTCA Kanevalime onepauum — amnyTauuu,
noKasaHWeM [Ans KOTOpbIX SBASIOTCA MNpOrpeccupoBaHue
3abosieBaHMA Ha poHEe XMMHUOTEPANUK UIN HEBO3SMOMKHOCTb
paguKanbHOro yganeHus onyxonu. Pasymeetcs, xupypruye-
CKMI 3Tan Ie4eHuns He NPOBOAMTCSA MPKU NOKann3aLmmn onyxo-
N1eBOro o4ara B MO3BOHKE MM KOCTAX Ta3a, MOCKO/bKY TaKas
PEKOHCTPYKUMA KpanHe 3aTpyaHUTEeNbHa, YTO 0ObACHAETCH
NpPoAo/IKaoLWMMCS POCTOM NaLMeHTa.

Onyxonu cemencTtBa capKombl HOuHra Bkio4atloT
KOCTHyt0 capkomy HOuHra, BHecKkeneTHyto capkomy HOuHra,
nepnudepmuyecKyto NPUMUTUBHYID HEWPOIKTOAEPMabHYIO
OnNyxosib KOCTU M 3/10KAa4YECTBEHHYIO MENKOK/IETOYHYIO Omy-
X0J1b TOPaKOMNybMOHaNbHOM 30HbI (0Nyxonb AckuHa) [2]. Poa-
CTBO MepeYncieHHblx HOBOOGpa3oBaHWM MOATBEPKAAETCS
HannM4Ynem eauHoOM XPOMOCOMHOWM TpaHcnokauumun t (11;22)
(q12;24), noBpexaatolen reH capkombl tOuHra EWS, vnnu
ee BapwuaHTa t(21;22) [3]. Hanbonee pacnpocTpaHeHHas
M3 3TUX ONyXosiem — KOCTHas capKoma lOuHra (Bnepsble
onucaHa xxenmcom HOnHrom B 1921 r.) — 3710Ka4yeCTBEH-
Has OMyx0/lb KOCTHOWM TKaHW, COCTOSLLAA M3 LWMPOKKX NOJSiEn
HEeBONbWNX OKPYIbIX KNETOK CO CKYAHOM UMTOMIa3MOW,
KpyribiM SA4POM, COAEPXKALLMM XpOMaTuH U 6a30duUibHbIE
HyKneonbl [4, 5]. B oTinyMe OT OCTeOCapKOMbl capKoma
KOuHra He npoayunpyet octeouns [4].

Capkoma HuHra saBnserca BTOPOW MO 4acToTe nep-
BMYHOW 3/10KAYECTBEHHOM OMYXOJbi0 KOCTM M COCTaBfsieT
2% B 00LWEN CTPYKTYpPE OHKOMOrMYecKon 3aboseBaeMocCTH,
BcTpeyaeTcsa ¢ Yyactoton 0,3 Ha 100 Thic. AETCKOro Hacene-
HWA B Bo3pacTe 0—17 nert. MK 3a6oneBaemMoCcTn oTMeYaeT-
csl B Bo3pacTHon rpynne 12-15 net, npeo6nagatoT Masbyu-
KW B cOOTHOoWweHnn 1,5:1 [5, 6].

KnnMHMYeckMMmn npusHakamm capkombl KOMHra aBnatoTes
HapacTawumn 601eBOM CUHAPOM, OTEK Hal MOpaxKeHHOW
obnacTtblo, HapyleHne GYHKLUMUM KOHEYHOCTU, Nnxopadka
pasnuyHon cteneHun. Kak npaBwuio, onyxofb 601e3HeHHas
npv nanbnaunn. MArkoTKaHHbIA KOMMOHEHT OMNyX0/iu MOXET
ObiTb Bblpa)K€H 3HauuTenbHee, 4eM [LeCTPYKLMS KOCTH.
HeBponornyeckasa cumntomaTMka 06ycnoBieHa NopaxKeHu-
eM nepudepryecknx HepBoB. MoBbILEHWE MECTHOM Temne-
paTypbl, 06bACHIEMOEe pa3BUTMEM B OMyXO/JW remopparuu
M HEKPO30B, TPaKTyeTCa Kak Hecneuuduyeckoe Bocnasne-
HWe, YTO 3aTPYAHSET ANarHOCTUKY. OnNucaHHas KIMHUYEeCKas
KapTMHa NO3BONSET NPEANONIOKMUTL HaIMYME OCTEOMUENNTA,
C KOTOPbIM U cnegyeT NpoBoAnTb AnddepeHLmanbHyto guar-

HOCTUKY [4]. Hanbonee 4yacto capkoma tOuHra nokanmayercs
B KOCTSIX Ta3a, 6eapeHHon, 6onbluebepLoBon, Manobepuo-
BOW, N/Ie4EBOM KOCTSX, pebpax, NonaTke, No3BOHKax. Takum
06pa3oM, B OT/IMYKE OT OCTeocapKoMbl capkoma KOuHra Hau-
60s1ee YyacTo noparkaeT NIoCKMe KocTtu [4].

JleyeHne naumeHToB ¢ capKomMon KOnHra aBnsieTcss Kom-
OUHUPOBAHHbLIM M BK/OYaeT 40 10 KypcoB xMmuoTepanuu
(BUHKPUCTWH, OOKCOPYOULMH, LUuKIodochdamui, 3Tono3ua,
ndocdamuni, TonoTeKaH, MPUHOTEKAH, AOLIETAKCEN), XMPYp-
rMYECKUi atan u ny4yeByto Tepanuio. MpUHLMNBI XMpYypruye-
CKOro fle4eHUst aHanorMyHbl MPUHATEIM NPU OCTEOCAPKOME.
JlyyeBasi Tepanus NpoBOAUTCHA KaK Ha 061acTb NEPBUYHOIO
OMyx0/1eBOro o4yara (CymMmMapHasi o4arosas gosza — 45 Ip),
TakK 1 Ha 061acTb OTAaNEHHbIX METAcTa30B (NPY UX HaTNYuKK).

KNIMHUYECKUA NPUMEP 1

(«KNMHUYeCKaa MacKa» — TpaBma)

MauuneHT Y., 15 net. Pe6eHoK oT BTOpOM 6EPEMEHHOCTH,
Bec npwu poxxaerHnn 3000 r, poct — 54 cm. 1o 1 roaa Habto-
[Jancs y HeBposiora B CBA3M C OTCTaBaHMeM B Macce. Poc
1 pasBuBascsa 6e3 ocobeHHocTen. B uione 2016 r. oTmMeTun
nosiBneHue cnaboctu B 06/1acTv NpaBoro njaeya, obpaTtunics
K TpaBMaTonory no MecTy uTenbcTBa. [AnarHoCcTMpoBaHo
pacTsyeHue cBS30K. [Nofyyan KoHcepBaTUBHOE leyeHne 6e3
addekTa. B aBrycte noBTOpHO 06paTUiICs K Bpadvy No MecTy
utenbcTBa. locne BbIMOAHEHUS peHTreHorpadum nnede-
BOW KOCTW YCTAHOBJIEH AMarHo3: «[laTofiorMyeckui nepenom,
GMbpo3Hasa Aucnnasns, KUCTa roIOBKU MIEYEBOW KOCTU».
PekomeHaoBaHO AMHaMU4ecKoe HabnwogeHue. B ceHTabpe
2016 r. nosiBMNOCH onyxoneBuaHoe o6pa3oBaHue B 061acTu
BEPXHEW TPETM NMNPaBoro nieyvya: pebeHoK Hanpas/ieH B OHKO-
JIOTMYECKMIM OUCNaHcep No MECTY KuUTenbcTBa. BbinonHeHa
OTKpbITass 6MONCcUa NpPaBoM MNIeYeBOW KOCTU, TMCTONIOrMYe-
CKM BepuduuMpoBaHa XoHapocapKoma. [lpu nepecmoTtpe
rMCTONOMMYECKMX NpenapaToB B MEANLIMHCKOM OpraHn3aumnm
denepanbHOro NOAYUHEHUS YCTAHOBEH AMarHo3 ocTeocap-
KOMbl MPOKCMManbHOIrO OTAefla NpaBoOW MneyeBOM KOCTW.
Mpn BbINOIHEHUM KOMMblOTEPHOM ToMorpadun (KT) opraHoB
rPYAHOM NOJSIOCTU BbISIBNEHbI MeTacTasbl B ferkue (puc. 1).
B okTsa6pe 2016 r. (T.e. yepe3 4 mec nocne MaHudecTa-
UM 3aboneBaHus) Ha4yaTo creunannM3npoBaHHoOE ievyeHune,

Puc. 1. KomnbloTepHas ToMorpammMa OpraHoB rpyaHOM KNeTKK
Fig. 1. Chest CT scan

lpumeyaHme. CTPeNKoN yKasaH MeTacTa3 0CTEOCapKOMbI B fIErKOe.
Note. The arrow indicates osteosarcoma metastasis to the lung.



KOTOpOE 6bI/10 3aBepLUEHO B HOS6pe 2017 . nocne 4OCTUKe-
HUSI PEMUCCUM (34ECH W Aanee — OTCYTCTBME PEHTIEHONOIM-
YECKMUX U UHbIX MPU3HAKOB OMyX0/EBOro NOParKeHMs).

KNUHUYECKUA NPUMEP 2

(«KIMHU4YeCcKana MacKa» — TpaBMa)

MauneHT b., 14 net. Pe6€HOK 0T BTOPON 6EPEMEHHOCTH,
Bec npu poxaeHnn 3300 r, pocT — 58 cMm. Poc 1 passuBas-
cs 6e3 ocobeHHocTen. B anpene 2017 r. nocne TpaBMbl Nosi-
BMacb NPUNyxJIOoCTb B 061acTM MpaBoro roseHOCTOMHOro
cycTaBa, 06paTniaca B NMOAUKIUMHUKY MO MECTY KUTENbCTBA.
[dunarHoctupoBaH ywunb. Mo npuynMHe OTCyTCTBMUS addeKTa
OT KOHcepBaTMBHOM Tepanuu B uioHe 2017 TI. BbINOJIHE-
Ha OTKpbITas 6uoncus npaBov 60/blEe6GEPLOBON KOCTH,
TMCTONIOTMYECKN BepuduuMpoBaHa HeaudpdepeHumpoBaH-
Has capKoMaTo3Has onyxofib. HanpaBieH Ha KOHCynbTaLuio
B MEAMLMHCKYIO OpraHnsaumio degepanbHOro noguymHeHus,
rae npu nepecMoTpe rMCTONIOMMYECKMX MpenapaToB ycTa-
HOBJIEH AMArHO3 OCTeOoCapKOMbl NpaBoW 60MblIE6EePLOBOH
KocTu. llocne BbINOMHEHUS peHTreHorpaduu roneHocTon-
HOro cycTaBa yCTaHOBMIEH AnMarHo3: «OCTpbl reMaToreHHbIn
OCTEOMMUENUT NpaBoW 060/bluebepLOBON KOCTU»; MaLMEHT
Hanpas/ieH B OETCKYIO KpaeByk 60/bHULY. B MeamumHCcKon
opraHusdaumu degepanbHOro NOAYUMHEHUS MPU NepecMoTpe
TMCTONIOMMYECKMX MpenapaToB, BbINOAHEHWW PEHTreHorpa-
duun (puc. 2) n MarHUTHO-pe3oHaHCcHoM Tomorpadun (MPT)
(pnc. 3) ycTaHOBNEH AMArHO3 OCTEOCAPKOMbI NpPaBon 60b-
webepuoBon Koctu. B aBrycte 2017 r. (4epe3 5 mec nocne
MaHudecTaumn 3aboneBaHusl) HavyaTo cneuuManu3vpoBaH-
HOe fleYeHne, KOTopoe NPOAOIKAETCS B HacTosLee Bpemsl.

KNUHUYECKHUA NPUMEP 3

(«KIMHUYeCcKana MacKa» — TpaBMa)

MNMauneHTka b., 13 net. Pe6eHOK OT nepBon GepemeH-
HOCTH, BecC npu poxaeHun 2900 r, poct — 49 cm. Pocna
W pas3BuBanacb 6e3 ocobeHHocTen. B ceHTabpe 2017 T.

Puc. 2. PeHTreHorpamma nauyueHTa ¢ 0CTeocapKoMOK npaBow
60/blIe6epLOoBON KOCTH (OTMEYEeHa CTPENKOM)

Fig. 2. X-ray of the patient with right tibial bone osteosarcoma
(marked with an arrow)

lNpumeyarHune. CneBa — dpoHTaNbHaa NPoeKLums, cnpasa —
carutranbHas.
Note. Left — coronal view, right — sagittal view.

BO BpeMs 3aHATUW KapaTe nosydyuna TpaBMy JIEBOW HOrW,
nocsne 4ero nosiBMANCbL 60n B 061aCTU N1€BOI0 KOJIEHHOIO
cyctaBa. O6paTunnacb B MNOAUKINMHUKY NO MECTY XUTENbCTBA.
[OvarHoctupoBaH ywnb6. Ha ¢oHe npoBoaAMMON Tepanuu
C NPUMEHEHWEM HECTEPOUAHbBIX MPOTMBOBOCMANUTENbHbIX
npenapartoB (MecCTHO, per 0S) oTMeyvyana OoTpuuaTeNbHylo
OMHAMUKY: ycuneHne 601eBOro CMHApoma, NosiBiaeHue npu-
nyxJI0CTU B 061aCTU HUXKHEW TpeTn neBoro 6eapa. [oBTOpHO
obpaTuniach K Bpayy no MecTy XUTeNnbCTBa, BbinosiHeHa MPT
neBon 6eApeHHON KOCTW, 3anofo3peHO 3/10KayeCTBEHHOe
HOBOOGpa30BaHWe, HanpaB/ieHa Ha KOHCYAbTaLuio B Meaun-
LIMHCKYIO opraHusaumio deaepanbHOro NOAYMHEHUS, rae
B AeKkabpe 2017 r. BbiNO/HEHA OTKpbITas GUONCUSA NEBOM
6eapeHHON KOCTU. [lnarHoctMpoBaHa ocTeocapKoma ieBon
6eApeHHon KocTu. CneunannM3vpoBaHHOe fleyeHne HavaTo
B AeKkabpe 2017 r. (4epes 4 Mec nocne MaHudecTaunn 3abo-
NieBaHus) U NPOAOMKAETCA B HacToslee Bpems.

KNUHUWYECKUA NPUMEP 4

(«<KJIMHU4YecKana MacKa» — MUO3MUT)

MauneHT I, 10 net. Pe6eHOK OoT BTOPOM 6ePEMEHHOCTH.
Bec npu poxageHun 2500 r, poct — 45 cm. Poc 1 pas-
BMBanca 6e3 ocobeHHocTen. B aBrycte 2016 r. oTme-
TWA nosiBNeHne 6onen B o6aacty npasoro 6egpa, XpoMoTy
Ha NpaBylo HOry. 3TM CUMMTOMbl HE GblIN acCcoLMMPOBaHbI
C TpaBMOW W BO3HWKIW croHTaHHO. O6patuica B obnacT-
HYIO [ETCKYIO KIMHMYECKylo 60fbHULY. [JuarHoctupoBaH
M1o3uT. lNpoBoaunacb NoKanbHas Tepanua Massamu (6e3
YTOYHEHUS B BbIMUCHOM 3MWKPU3E MEXAYHAPOAHOro Hena-
TEHTOBAHHOIrO MAM TOProBOro HaumeHoBaHus). B aHBape
2017 r. cMMNTOMbI YCUIUSIUCL: BbINOSIHEHA peHTreHorpadus
npasoro 6eapa, 3anofo3peHo onyxonesoe ob6pas3oBaHue.
HanpaBneH Ha KOHCYNbTaLMIo B MEANLMHCKYIO OpraHmu3aLmio
deaepanbHOro NOAYMHEHUS, rAe B MapTe BblNOfIHEHA Tpe-
naHoéuorncusa npaBon 6eapeHHOM KOCTU. [AnarHocTupoBaHa
capkoMa HOuHra npaBowv 6eapeHHon KocTu. B mapte 2017 1.

Puc. 3. MariutHo-pe3oHaHcHas TOoMorpaMma nauueHTa

C 0CTEe0CapKOMOW NpaBom 60nbluebepLoBO KOCTU

(oTMeYeHa CTpesKown)

Fig. 3. MR-scan of the patient with right tibial bone osteosarcoma
(marked with an arrow)

lNpnmevaHmne. CneBa — GppoHTanbHaa NPOEKUUs, cnpaBa —
aKcuanbHas. 1 — AecTpyKLMS KOCTU, 2 — MATKOTKaHHbIA KOMMOHEHT
Note. Left — coronal view, right — axial view. 1 — bone destruction,
2 — soft-tissue component.
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KnuHun4yecKoe Ha6GnogeHue

(4epe3 8 mec nocne maHudectaumm 3aboneBaHns) HavyaTo
cneumanu3nupoBaHHoe iedeHne, KoTopoe 6blfo 3aBepPLLEHO
B AgeKabpe 2017 r. nocne AOCTUXKEHUS PEMUCCUN.

KNIUHUYECKUIA NPUMEP 5

(«KNMHUYECKana MacKa» — NMoCTTpaBMaTU4ECKUMN

0CTEOMUESNIUT)

MaumeHT X., 16 net. Pe6eHOK OT nepBon 6epeMeHHOCTH,
Bec npu poxaeHun 4100 r, poct — 53 cm. B mae 2014 .
nocne ywnba nosBuAnCb 60711 B 06/1aCTU HUXKHEN TPETU NEBOM
rofleHn, KOTOpble YCUAMBaIUCh B HOYHbIE Yacbl M Kynupo-
BalMCb MNPMEMOM aHanbreTukoB. [laumMeHT ob6paTtuics
B NpUEMHoe oTaeneHMe 06/1aCTHOM [AEeTCKOW KIMHUYECKOM
60nbHNULbI. BbicTaBneH npeaBaputenbHblM anarHos: «[locT-
TpaBMaTUyecku octeomuennt. N3onnpoBaHHbIM abeuecc
HUXHEN TpeTu NeBon 60MbllebepLIOBOM KOCTU C MPOPLIBOM
B MSTKME TKaHW, BTOPWYHbLIA KOHTAKTHbI OCTEOMMENUT».
Pe6eHOoK 6bl/1 rocnuTannanpoBaH. BbiNnonHEHbI yibTpa3BYyKo-
BOE wuccnenoBaHue, peHTreHorpadus, oCTeoCuUHTUrpadus
(puc. 4), KT roneHen n rpyaHon nonocti, MPT. KoHcynbTupo-
BaH ®TM3MaTpoM, OoHKosorom. B mae 2014 r. BbiNonHe-
Ha OTKpblTas 6uoncusa. uarHoctupoBaHa capkoMa HOuHra
neBow 6onblebepLoBon KocTu. B nioHe 2014 1. (4epe3 2 mec
nocne MaHudectaumm 3abofieBaHWs) HavyaTo chneunanunau-
poBaHHOE fleYeHne, KoTopoe 3aBepmniock B mapte 2015 r.
nocne AOCTUXEHUS PEMUCCHUMN.

KNIUHUYECKUIA NPUMEP 6

(«KNMHUYeCKaa MacKa» — TpaBMa)

MauuneHT ., 12 net. Pe6eHOK OT nepBon GepemMeHHOo-
CTW, BeC npu poxaeHun 2700 r, pocT — 52 cMm. Poc u pas-
BMBasncs 6e3 ocobeHHocTen. B ceHTabpe 2016 r. nocne
TpaBMbl NOSIBUAWCE 6OAM MpPU ABUMKEHWUM B NMPaABOM JOK-
TeBOM cycTaBe. O6paTuics K XMpypry no MecTy XKuTeflb-
cTBa. [InarHoCcTMpoBaH OCTPbIM reMaToreHHbI OCTEOMUENUT.
B uioHe 2017 r. nonyyan nasepotepanuio, rpslenedvyeHue,
du3unoTepanmio Ha ob6nacTb JIOKTEBOro cyctaBa. B oKTd-
6pe 2017 r. BbinonHeHbl MPT (puc. 5) n oTKpbITag 6uoncus.
[uarHoctupoBaHa capkoma KOuHra npaBom IOKTEBOM KOCTH.
CneunannM3anpoBaHHoOE fie4yeHne Havyato B Hosibpe 2017 .
(4yepe3s 15 mec nocne MaHudecTauum 3abosieBaHUN).
B HacToslWee Bpems edeHre NpoaomKaeTcs.

OBCYXAEHME

OnucaHHas cepusa KIMHUYECKUX HabMoaeHUH UANOCTPUPY-
€T aTUNUYHOCTb TEYEHMS KOCTHbIX capKkoM. Kak cnefcrene —
ANMTeNbHOE BPEMS, 3aTpadnBaeMoe Ha BepUPHUKaL Mo guarHo-
3a, U reHepanuaauus npouecca. O6pallaeT Ha cebs BHUMaHWe
TOT daKT, yYto Yy 4 13 6 nauneHToB B aHaMHe3e oTMevanacb
TpaBMa, YTO HaxOAWT OTPa)KeHue B AaHHbIX uTepaTypbl [1].
Y BCex NauneHToB OMnyxosb pa3Buaach BO BTOPOM AECATUAETUM
YXW3HU, Ha KOTOpOEe NpuxoauTcs NUK 3abonesaemoctu [2, 3, 5].

Haunbonee 4acto Bpayu OWMOOYHO TpaKTOBaIM AaH-
Hble aHamHe3a W pe3ynbTaTbl MHCTPYMEHTaNbHbIX METOA0B
ob6cnegoBaHns B Nofb3y yWMBG0OB Uan octeomunenuta [7, 8.

KocTHble capKoMbl AuarHoctupylTcs B Poccuu nullb
y ~200 nauueHToB B roa [2]. Mpu TakoM 4ucne nepBuy-
HblX MaLMEeHTOB neauvaTpaM W AETCKUM XMpypram KpanHe
CNOXHO COXPaHSATb OHKOMIOMMYECKYIO HACTOPOKEHHOCTb. Tem
He MeHee BCex MauMeHTOB C HEACHOM KIIMHWUYECKOM KapTu-

Puc. 4. Pe3ynstatbl 0OCTEOCUUHTUIPAdUUYECKOr0 UCCNefoBaHNUS
nauueHTa ¢ capkomoi tOuHra
Fig. 4. Bone scanning results of the patient with Ewing's sarcoma

lMpumevaHue. 1 — aKcTpaBaszaT paguodapmnpenapaTa,

2 — HaKonneHue pagnodapmnpenapata B 061acTv OnyXonu.
Note. 1 — radiopharmaceutical extravasation,

2 — radiopharmaceutical accumulation in the tumour region.

Puc. 5. MarHMTHO-pe3oHaHCcHas ToMorpaMma naumeHTa

c capkomoWm KOnHra npaBow nNie4YeBon KOCTU

Fig. 5. MR-scan of the patient with Ewing's sarcoma of the right
humerus

lNpumevaHne. AKcranbHasa npoeKuus: 1 — KOCTb,
2 — MATKOTKaHHbIA KOMMOHEHT.
Note. Axial view: 1 — bone, 2 — soft-tissue component.

HOW cnepfyeT TwaTenbHO ob6cnefoBatb U 6€3 JOCTOBEPHOMO
UCK/IOYEHUS OMyXoseBOro npolecca He Ha3HavaTb 3aBe-
[JOMO OLWWBOYHYIO TaKTUKY Sle4eHUs, CNOCOBGHYIO NMPUBECTH
K NpOrpeccupoBaHunio 3a60sieBaHUS.

Mofo6GHY HAaCTOPOXEHHOCTL CnefyeT NPosBAATb U Bpa-
YyaM-nartosioroaHatomam Mpu UCCNeLOBaHUW TUCTONOrnYe-
CKMX MpenapaTtoB, a TaKKe BpavyaM Jy4eBOW LUAarHOCTUKH,
NMOMH$S OCHOBHbIE PEHTIEHONOrMYECKUE MPU3HAKU KOCTHbIX
CapKOM: AEeCTPYKLMSA KOCTU («M3bedeHHas MoJbio») 6e3 YeT-
KUX FpaHuL, C TEHAEHUMEN K pacnpoCTPaHEeHMO Mo KOCTHO-
MO3roBOMY KaHasy; «<1yKOBWYHbIA MEPUOCTUT» — MHOrO-
CNOMHBIN IMHENHBIN NEPUOCTUT, KOTOPLIN MOXKET coYeTaTbCs
C UronbyaTbiM; NaToNornyecKkui nepenom [7]. B psage cnyda-
€B O0TMeYaloTCs NPU3HaKkuM o6LLEero ONyxoseBOro CUMMNTOMO-
KOMIMJ/IEKCA: CHWXEHWe Macchbl Tena, OTCYyTCTBME annetuta,
cnabocCTb, BANOCTb, rMNogMHamusa. Takum 06pas3oM, Nullb



HapyweHue GYHKLUMM KOHEYHOCTU M yBeNnYeHne ee B 00b-
eMe 3a CYeT Pa3BUTUSA MSATKOTKAHHOrO KOMMOHEHTa, 4TO
OTMEYaeTcs Ha NO34HMX CTaausax 3aboneBaHus, nobyxxaatt
negnaTpoB 3amnof03pUTb OMyX0NIEBbIVM NPOLLECC U HAaNpaBUTb
naumeHTa Ha KOHCYNbTaLMIO K Bpayy 4ETCKOMY OHKOJOTY.

3AK/IIOMEHME

OnucaHHble KIMHUYECKUE HabAEHUS WAOCTPUPYIOT
CNOXHOCTb AMArHOCTUKM 3/10Ka4eCTBEHHbIX HOBOOGpPa30Ba-
HUW KOCTeW y OeTen, 06YCNOBNEHHYID OTCYTCTBMEM CheLuu-
GUYHbIX NPU3HAKOB 3TUX 3aboneBaHnin. CToNb AnUTENbHbIE
CPOKM, 3aTpayeHHble Ha YyCTaHOBNIEHWE AMarHo30B, CBUeE-
TENbCTBYIOT 06 OTCYTCTBMM OHKOJIOTMYECKOM HACTOPOXKEH-
HOCTHW y NeaMaTpPoOB U AETCKUX XMPYProB.

WHO®OPMUPOBAHHOE COINIACUE

OT NaUMEHTOB (3aKOHHbIX NpeacTaBUTeNEN) MMCbMEHHbIE
[06pPOBOJIbHbIE UHHOPMUPOBAHHbLIE COrflacusl Ha nybanKa-
LMIO OMMUCaHUS KIMHWYECKOrO CiayyYas He 3anpalvBanmuceb,
MOCKOJbKY HacTosIWas CcTaTbs HE COAEPKWUT NMepCOoHaNbHbIX
[JaHHbIX 1 N306paXKeH NaLMUEHTOB.
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XX KoHrpecc neguatpoB Poccuu
C MeXAYHapoAHbIM y4YacTUeMm
«AKTyaJibHble Npo6nemMbl neguaTpun»

16-18 ¢peBpana 2018 r. npoxoann XX KoHrpecc neamatpoB Poccumn, B paMKax KOTOPOro COCTOSI/INCh
VI Becepoccurickasi KOHpepeHLns «HeoT10)KHas AeTcKas Xupyprus u Tpasmatosiorus», VIl EBpasnicKmni
¢opym o pegkmum 6one3Ham, XI MexayHapoaHblr opym aeTckux xmpypros u VIl @opym aeTcKkmx

MEeANLIMHCKNX cecTep.

paboTe tobunenHoro KoHrpecca yyactBoBaso 6onee

9500 peneratoB u3 173 ropopoB Poccuitickon Pe-
Aepauunn: pyKoBoaMUTENM OPraHoB yNpaBfieHUs U yyperkie-
HWW 34paBOOXPaHEHMs, Hay4YHble PaBOTHWUKK, AETCKME che-
unanucTbl aMbynaTtopHO-MNOAUKIMHUYECKUX WM CTauMOHap-
HbIX Y4PEXAEHUIN BCEX YPOBHEN 34paBOOXPaHEHUS, B YUCe
KoTopblx 408 geTCKMX MeaULIMHCKKUX cecTep. B meponpuaTtu-
ax KoHrpecca npuHsanm yyactne 302 MHOCTpaHHbIX generarta
13 18 rocygapcTs, 4TO B 2 pa3sa (!) 60/blie, YeM B MPOLLIOM
roay.

TpaHcnAuM0 CMMMNO3MYMOB B CeTU MHTepHEeT mocMo-
Tpenn 10 114 yenoBeK M3 28 cTpaH, a obliee KonnmyectBo
y4yacTHUKOB cocTaBmio noytrn 20 000.

XX KoHrpecc neguaTpoB aKKpeauToBaH HKoopauHa-
LUMOHHBbIM COBETOM MO HEenpepbiBHOMY MEAMLMHCKOMY U
dapmaueBTUiecKoMy obpasoBaHUio MuH3gpaBa Poccun,
W 4neHbl npodeccroHanbHON accounaun NOyYUImM CooT-
BETCTBYIOLWME CBUAETENLCTBA, @ TaKXKE MeXAyHapoaHble
ceptTuduKaTtbl EBponenckon akkpeauTaLnMoHHON opraHusa-
LMW HEMNPEPbIBHOrO MEAMLIMHCKOIO 06pa3oBaHus.

Mporpamma KoHrpecca neanatpoBs 6blna npeacTaBfieHa
1 B BUAe MOGUNbHOro npunoxeHusa ang Android u i0S.

MpuBeTcTBME YyyacTHMKam KoHrpecca npucnana
MWHUCTP 3ApaBooxpaHeHus Poccun B.U. CkBopuoBa.
Mo3apaBunM coBGpaBLIMXCS C OTKPbITUEM CTONb 3HA4M-
MOro Ans neauaTpuyeckon o6LWEeCTBEHHOCTU Meponpus-
TMS nepBbln 3amecTutenb lNpeacenatens Komuteta locy-
napctBeHHon Aymbl P® no o6pa3oBaHUi0 M HayKe aKa-
neMuk PAH T.IL OHMWEHKO “ npe3naeHT HauuoHanbHOM
MeauunHcKkon nanatbl JI.M. Powanb. [Jo6pble noxenaHus
Matpuapxa MockoBckoro u Bces Pycu Kupunna ot Ero
UMEHU ornacun cBAWeHHUK ®Eaop JIYKbIHOB — KOHCY/b-
TaHT npecc-cny*x6bl MaTprnapxa MockoBcKoro n Beces Pycu
no 6uoatnke. OT BcemunpHoM opraHmsauunu 3apaBooxpa-
HeHus (BO3) rocten n generatoB XX KoHrpecca neaua-
TpoB Poccuu NpMBETCTBOBANM rMaBa NpeacTaBUTeNbCTBaA
BO3 B Poccuitickon depepaunn goktop Menuta ByrnHoBuY
n rnasa EBponenckoro odouca BO3 no npodunaktuke
HEUHDEKLMNOHHbIX 3a6oneBaHnin U 6opbbe C HUMU JOKTOP
Hoao bpega.

OcHoBHble peaynbTaThbl paboTtbl Coto3a neagnaTpoB Poc-
cum B 2017 rogy 6binn npeactaBieHbl B dunbme «CIMP —
Utorn 2017», 9pKO OTpa3uBLLErO Hay4Hble U nNpodeccuo-
HaflbHble JOCTUXEHMS accoLmaLMm AETCKUX Bpayew 3a aToT
nepvoa.

Ha nneHapHom 3acefaHuu aupeKktop [denaptameHTa
MEeANLMHCKOM MOMOLLM AETAM M CNY»KObl POAOBCNOMOXKEHMS
MuHucTepcTBa 3apaBooxpaHeHna Poccuinckon deaepaunm
E.H. banbapunHa ocBeTUNa NpUHLUMNMUANbHO BaXKHble 3a4a4u
OpraHoB 3[paBOOXpPaHeHUs MO OXpaHe 340pOBbs AeTen
B Poccuu Ha 6nunxKanunim nepuoa.

Harpagbl KoHKypcaHTam Bpy4YaeT I.I. OHULEHKO

[eneratoB KoHrpecca npuetctByeT XK. bpeaa
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O6palleHne YneHa npesvanyma akagemuka A.A. bapaHoBa
K y4acTHMKaM KoHrpecca (cneBa oT BbICTynaloLLero
E.H. Ban6apuHa, cnpaBa — J1.C. Hama3oBa-bapaHoBa)

lMpeacenatens Mcnonkoma Cot3a neguatpoB Poccuu,
3aMecTuTeNb [AMPEKTopa Mo HayyHon pabote OPrAYy
«HMWL, 3gopoBbs geten» MuH3gpaBa Poccun akagemuk
N1.C. HamazoBa-bapaHoBa o6HapoaoBana pel3ynbratbl Nep-
BOro rofa paboTbl MO NPOEKTY COAENCTBUSA 340POBbLIO AETEN
M Pas3BUTUIO CETU LIKON 340pOBbS B CTpaHax BocTo4yHoM
EBponbl 1 LleHTpanbHon A3unn. [loknag npou3sen rnybokoe
BrneyatsieHme: 370 6bl1 He dopMasbHbli NepedvyeHb CyXMX
CTAaTUCTUYECKMX AaHHbIX, a MPodeCcCcnoHanbHbIM U MaclUTab-
Hbl @aHannM3 cUTyauuu CO 340POBLEM LUKONbHMKOB B CTpa-
He. Tak, coobuianoch, 4To, He obpallas 4OIKHOIro BHUMaHMUS
Ha COCTOsIHME 3[40PO0BbS AeTel LWKOAbHOro Bo3pacTa, Mbl
nporpaMMmnpyemM cepbesHble NPob6aeMbl CoLManbHOro nna-
Ha, NOCKOJIbKY 3TO MOKOJIEHMe B CKOpPOM OyaylieM CTaHeT
aKTUMBHOM YacTbtlo obuwectBa. Ocobbl aKLUEeHT Obl1 caenaH
Ha Heob6XoAMMOCTb BeAeHus NpPoPUIaKTUYECKON paboTbl
C NpPUBIEYEHNEM POAUTENEN, KOTOPbIE 3a4acTylo He 3HaloT
0 GOPMUPOBAHMM XPOHUYECKOIO MaTONOrMYECKOro nNpoLiec-
ca y cBoero pebeHKa, He yaensoT JOCTaTOYHOr0 BHUMaHUS
COB/0AEHUIO 340POBOro o6pasa X13HU B CEMbE.

Cot3 negmaTtpoB Poccum MOCTOAHHO BO3BpaliaeTcs
K UCTOpUK neamnaTpuu, 4Tob6bl HOBbIE MOKOMEHUS AETCKUX
Bpayen He 3abblBaniuM MMEHaA CBOUX BEMKUX Npeale-
CTBEHHMKOB W WX BKMaj B COBPEMEHHblE AOCTUMKEHUS:
100-1eTnio BOSHUKHOBEHUS CNYXObl OXpaHbl MaTtepuUHCTBa
W OeTCTBa B HalweKn cTpaHe 6bli MOocBsWeH Aoknag npod.
B.HO. AnbbuuKoro.

Hay4Has nporpamma XX KoHrpecca ctapToBania AByMS
MacTep-Kiaaccamu:

JNlekumio yntaet T.B. KynnyeHko

e [leTCKMIM annepronor-uMMyHONOor;
e [IpMMEHEeHMe BbICOKOPEanUCTUYHOM CUMYASLUKN B Neana-

TPUYECKON NPaKTUKeE.

OOHMM U3 KOYEBbIX co6bITUIM KoHrpecca neguatpoB
Poccun ctano coBelwaHne rnaBHbIX NeauaTpoB, rMaBHbIX
JIETCKMUX cneumannucToB No NnpodurnakTMYecKon MeanLmHe,
rMaBHbIX CMeLnanucToB Mo rurueHe geter v NoApPOCTKOB,
rMaBHbIX [JETCKMX PEBMATONOrOB, a TaK)Ke PyKoBOAMUTE-
nen cnyx6bl oxpaHbl MaTepuHCTBa W AeTcTBa OpraHoB
ynpaBJfieHUs 34paBOOXpaHeHneM cy6beKToB PoccuMcKom
depepaummn c yiactuem gupekTopa enaptrameHTa meau-
LUIMHCKOW MOMOLM [AeTM M CNy»K6bl POLOBCMNOMOMXEHMS
MuH3sgpaBa Poccum E.H. BanbapuHon, rnmaBHOro cneuu-
anucta-neanatpa MuH3gpaBa Poccun akagemuka PAH
A.A. bapaHoBa, rMaBHOro AETCKOro cneuunanucTa no npo-
dunakTMyecKon meamunHe MuHsagpasa Poccun akagemuka
PAH J1.C. Hama3oBon-bapaHoBOW, rMaBHOro cneuunanucTa
no rurueHe geten M noagpocTkoB MunHsgpasa Poccun yneHa-
KoppecnoHgeHta PAH B.P. Kyumbl, rmaBHOro crneuunanucta
[eTCKoro peematoniora MuH3agpasa Poccum yneHa-koppe-
crnoHgeHTa PAH E.N. AnekceeBow.

JKcnepTbl OTBETUIM Ha CNOXHble BOMNPOCHI, CBA3aHHbIE
C aKKpeauTauuen crneunannctoB 3apaBooXpaHeHus, obey-
OWnK ponb nNpodeccuoHanbHbiX CTaHAAPTOB B MOAroTOBKE
NPaKTUYECKUX BpaYven.

CaMblMK aKTyalbHbIMWM Ha CEroAHsIlHWIA [OeHb OcCTa-
I0TCS BOMPOCHI ayauTa KavecTBa MeAWLMHCKOW MOMOLLM
[eTaM: 3[eCb KakK HWUrae BarkHa obpaTHasa cBA3b. MHoro-
obelaoWnMMM  pe3ynbTaTtamuM 3TOro MNpoeKTa, HavaTo-
ro B 2015 r., nogennnucb Begyuive cneumanuctoel Gray
«HaumoHanbHbIM MEOULMHCKUN UcCcneaoBaTe/IbCKUIN LIEHTP
340poBbs aeten» MuH3gpaBa Poccun u npeacTtaBuTENu
5 pernoHoB, OOOGMBILLMXCS Hanbosee BNeYatTasaoLnX noKka-
3atenen (XMAO — KOrpa, PoctoBcKas 1 TiomeHckas obna-
cTH, YeyveHcKas Pecnybnuka n Pecnybnnka Xakacus).

OrpomMHbIM UHTEPEC Bbi3Balv CUMMO3UYMbl U MeEPO-
NPUATUA, MOCBSLLEHHbIE MOAEpHU3aLMW HaLMOHaNIbHOro
KaneHaaps npooduNakTUYEeCKUX NPUBMBOK U MUNOTHOMY
npoekty MuHaapasa Poccun «CoBpeMeHHas MoeNb oxpa-
Hbl 300POBbS AETEN B 06pa3oBaTe/lbHbIX OpraHu3aLuax».
YKe fICHO, 4TO 3TO — /[IBa OCHOBHbIX HaNpaBNeHWUs B peanu-
3auUuKn nporpammsbl «Jecatunetue aeTctsar, U 3a HUMU —
Gynyuee.

BblNo TakXKe 0TMeYeHO CyLeCTBEHHOE yyylleHne cHab-
EeHUa [OeTen ¢ peBMaTUMYeCcKMMM 6OoNe3HAMKW naToreHe-
TUYECKUMM NpenapatamMu; 06CYXKAEHbl HOBble KpUTEPUM
W npaBuna NPUCBOEHUS WUHBANUMAHOCTM [ETAM; NnpeactaB-
NleHbl pesynbTaTbl UCCieAoBaHNs, AoKa3biBawole addek-
TUBHOCTb M 6€30MacHOCTb BaKLMHALMU MMMYHOKOMMPO-
METMPOBaHHbIX AeTel, B TOM 4uUC/ie C peBMaTUYeCKMMMU
3ab6oneBaHUAMM.

OgHMM M3 BaXHbIX pedynbtaTtoB KoHrpecca ctano
o6bHOBNIEHMEe HaumoHanbHOW nporpamMmmbl ONTUMWU3ALMK
BCKapM/MBaHUA AeTen NepBoro roaa *u3Hu B Poccuimckon
depepaumnmn, yreepaeHHon Coto3om neanatpoB Poccuum
B 2009 r.: npoBefeHO BCECTOPOHHEE OOCYXAEeHWe AMc-
KYCCMOHHbIX BOMPOCOB, B [OKYMEHT BHECEHbl HEKOTOPble
W3MEHEHWS U 1I0MNOJIHEHHUS.

PeweHne gemorpadumyeckomn npobaembl TpebyeT 6epex-
HOI0 COXPaHEHUS Kax 0N U3HW, U OJHUMU U3 NEPBbLIX C HEN
cTafKuBatoTcs HeoHaTtonorn. 3PPeKTMBHOCTL M Ge3onac-
HOCTb NMAacCUBHOM UMMYHM3aLMKU NanMBu3yMaboMm y deTen
rPynn BbICOKOrO pUCKa TSXKENOro Te4eHUss pecnupaTopHOm
CUHUMTHaNbHOW BuUpycHOW MHbeKuunn (PCBW) onpepenser
BbICOKWI UHTEPEC NpeAcTaBUTeNEN NpaKTUYeCKoro 34paBo-
OXpaHeHWs 1 OpraHn3aTopPoB 31PaBOOXPAHEHUS B perMoHax
K JaHHOW npobneme. Ha cumnosnyme obceyxAanacb BO3-
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B nepepbiBax MEXay CUMNo3uymamu

MOXHOCTb BK/IIOYEHMS Mecsla anpens B 3NMAEMUMYECKUI
ce30oH PCBU B P® B cBSI3W C y4acTMBLIMMUCS B BECEHHWE
Mecslbl BChbllKaMn 3aboneBaemMocTn, 06yCOB/IEHHON
OaHHbIM BO36yauTENneMm, y AeTten A0 2 NeT KW3HW, Hepdo-
HOWEHHbIX WM MMEIOLWMX TAKENYI KapauvopecnupaTop-
Hyto naTtonoruto. OCO6eHHO aKTyanbHOM AaHHas npobaema
ocTaeTcs ANs rpynnbl HEAOHOLWEHHbIX AeTen A0 6 MecsueB
YU3HU, POXKOEHHbIX C 3KCTPEMasibHO HU3KOW Maccou Tena,
NMOCKONIbKY 3aTpaTbl 34PaBOOXPAHEHUs Ha WX peaHuMa-
LU0, BbIXa)XMBaHWe W BOCCTAHOBWTENIbHOE JIEYEHUE YiKe
HaCTONbKO BEIMKMW, 4YTO NleTaNbHOCTb Ha GOHEe TaKenblX
PCBWN-6poHXM0NNTOB B NEPBOM MOYrOANN XU3HU ABASETCA
HeaonyCTUMOMN.

Ha MHorux cumnosnmymax ocoboe BHMMaHue O6bl10
yaeneHo npodunakTuke U paHHEW AMArHOCTUKE XPOHUYe-
CKMX BonesHen, aeboTUpyoLWMX B AETCKOM Bo3pacTe. TakK,
Hanpumep, Konneramu M3 ExkatepuHbypra 6b110 npeacras-
JIEHO MnpunoxeHne Ha nnatpopme nporpammbl Microsoft
Office Excel ans aBToMaTM4ECKOro pacyeTa pUcKa paHHero
nebloTa apTepuanbHOW TMNepTeH3un. BoiaBneHue rpynn
pUCKa KparHe BaHO, TaK KaK Mo3BOASET opraHu3oBaTb
LueneHanpaBfieHHYI0 PaHHIOK NPodUIaKTUKY apTepuanb-
HOM TUNEepTeH3uu y aeTen. YyeHble n3 CaHkT-lleTepbypra

npoBenn uccnegoBaHue, Nokasaslwee npeobnagaHne anu-
MEHTapPHOIr0 OXXMPEHUS U, KaK CNeAcTBME, OTCYTCTBME HEOD-
XOAMMOCTU BCEM AETSAM C OXXMPEHUEM NPOBOAUTL UCCNELO-
BaHWe LUMPOKOro CNeKTpa ropMoOHOB B clyyasix, Koraa Het
HapyLWeHWN (3afepKKU WMAN YCKOPEHWUSs)) pocTa, M3BECTEH
aHaMHe3 (MCKJIIOYEHO rumnoTasamuyecKoe OXMPEHUE) Unu
OTCYTCTBYIOT HEBPONOrMYECKNE CMMNTOMbI. A B paboTe 13
MpKyTCcKa y6eanTenbHO NoKasaHo, YTO couMabHbIM CTpecc
B AETCTBE MOXET UrpaTb ONpeAeneHHylo pofib B pPaHHEM
Pa3BUTUMN XPOHMYECKOrO 3a60/1eBaHUS B AaNbHENLWEN KN3-
HW, B TOM 4MCNe caxapHoro gnabeta 2-ro Tuna u cepaeyHo-
cocyaucTbix 3aboneBaHuit. Kpome T0ro, getu, ctpagatolme
OT XPOHWYECKOrO CTpecca, Kak NpaBuio, xapakTepuayoTcs
HU3KOW MPUBEPKEHHOCTBIO K BEAEHWIO 340pOBOro obpasa
KUBHM.

Ha XI MexayHapogHoMm dopyme AETCKUX XUPYProB LKUPO-
Kas BOBMOXHOCTb BbICTYNWUTb Gblna npegocTaBieHa Moaoabim
yyeHbIM. Ocobblit MHTEPEC Bbi3BaIM COOBLLEHMS O BHEAPEHUN
B AETCKOM XMPYPrumM ManoMHBa3UBHbIX METOAOB — 3HAOIO-
MUWHaNbHOro cnocob6a nevyeHns ruapoHedposa, AUCTaAHUM-
OHHOW yAapHO-BOSIHOBOW NUTOTPUMNCKUK, NIeYEHUsT PYyOLOBbIX
CTPUKTYP NUWEBOAA Npu ByNNEe3HOM 3NMAEPMONn3e nyTem
G6annoHHon aunataumu. Cneuunanuctol Pray «HMWL, 3nopo-
Bbsl aetel» MuHsgpaBa Poccun mHpopmupoBanu o Havane
onepaumm No nepecagKe NOYKM, a TaKKe 0 NepBow onepaunm
Nno 04HOMOMEHTHOMY pa3AeneHunto NanbLeB KUCTU Yy pebGeHKa
C py6UOBbLIMU KOHTPAKTypaMu M MNCEBLOCUHAAKTUAMEN Ha
doHe Bynnes3Horo annaepmonunsa.

VI Bcepoccuinckas KoHdepeHuua «HeoTnoxHasa pet-
CKas XMpyprus u TpaBmaTonorus» nog npeaceaartenbCTsomM
npod. J1.M. Powans otnnyanacb MynbTUAUCLUMIMHAPHbBIM
NOAXOAOM M BKAOYana BOMPOCHI XMPYPruyeCcKoro fneyeHus
pPenpPoOAYKTUBHON chepbl, HEMPOXUPYPIUK, peabunuTaLuu,
MCNonb30BaHUs LUPPOBbLIX TEXHONOMMIK, 60PbOLI C paHEBOK
MHEKLMEN, NONUTPABMON.

Ha uepeMOHWU TOPKECTBEHHOro OTKPbITUSA XX KOH-
rpecca negnatpoB [loyeTHow Harpagbl Coto3a neanatpos
Poccun — mepanu «3a Bblgalowmeca 3acnyru B oxpaHe
3[0pOBbS AeTer», NOCBALWEHHON BblAaOWEMYCS POCCUR-
CKOMY [JETCKOMY Bpayy akagemuKy leopruio HectopoBuyy
CrniepaHcKomy, 6blIM  yaocToeHbl ApceHTbeB Bagum
[eHHagbeBWY, rnaBHbIM neguatp MuHUCTepcTBa OBGOPOHDI
Poccuu, yyacTBylOWMA B OKa3aHUM NMOMOLLM AETAM B paw-
OHe 60eBbIX gencTeumn, npodeccop BoeHHO-MeANLMHCKOM
akagemuun, n BonoguH Hukonan HukonaeBu4, npe3uvaeHT
Poccuiickon accoumnauuu cneumanmMcToB nepuHaTabHOM
MeOnLUMHbI, akageMuK PAH, BegyLliunm cneymanmucT B 061acTu
HEeOHaTOoNI0rMK B Hallew cTpaHe.

OcBO€EHME HaBbIKOB OTOCKOMWK: MHTEPAKTUBHbIM MacTep-Knacc ans neguatpos (cnesa — nektop H.H0. Pyceukui, cnpaBa —
NpaKTMYecKoe NpUMeHeHne 3HaHUM)



CdoTorpacdmpoBaTtbCs C IereHaon: MeyTbl cOblBatOTCS...

3Hakowm lMoyeTa 1 rpamoTton Cotosa neanatpoB Poccumn
HarpaxAeHbl 3aCNy>eHHbIN gesatenb Haykn P®, 3amecTtu-
TeNb rMaBHOro pegakTopa Poccuickoro negnaTpu4yecKoro
ypHana, novyeTHbI npodeccop HayyHoro LeHTpa 340po0-
BbA AeTen, OAWH M3 co3aaTteniern natodu3nonorM4yecKon
LWKOJbl B OTEYECTBEHHON NeanaTpmm JOKTOP MEANLIMHCKUX
HayK, npodeccop CmunpHoB MBaH EBreHbeBMY WU OTINY-
HWUK 3ApaBOOXPaHEHUs, 3aclyKeHHblin Bpay Pecny6-
NUKKM TaTapcTaH, NMOYEeTHbIM rpaxkaaHuH . HabepexHble
YenHbl, nobeanTtenb KoOHKypca «Jetckum Bpad 2004 roga»,
KaBafiep opaeHa «3HaK noyeta» u medannm «3a gobnect-
Hbl Tpyd», OAWH M3 CTapeunlwux neamaTpoB Hallen cTpa-
Hbl KaHAuAaT MeAMUMHCKMX HayK AxmepoBa Pntopa
[apvnoBHa.

Naypeatamu exerogHoro KoHKkypca Cotw3a negnatpos
Poccuu «Jlyywimnm netckui Bpad» no ntoram 2017 roga ctanu:
1) 3aBepywllas negunaTpuyecknm otaeneHnem KuHewewm-

ckon LUPB (KunHewma, MBaHoBCKasa 06n.) KyapsBueBa

Hapgexaa BuKkTopoBHa B HOMMWHauuu «[leguatp LEHT-

panbHOW panoHHOM 60SIbHULLbIY;

2) 3aBepyollas OTAENEHWMEM HOBOPOXKAEHHbLIX AETeEW C
WHOEKLUMOHHON NaToNorMen nepuHaTanbHOro LEeHTpa
KpaeBon KAnHWYecKon 6onabHuubl N2 2 (KpacHopap)
AHacTacuagun Jliogmmna AHaTONbeBHa B HOMMWHALMU
«CneuynanucT-HeoHaToNoM;

3) 3aBepayoulas neguaTpuyecknum otaeneHnem O6nacTHom
[ETCKON KNWHMYecKon 60/bHULbl N2 1 (EKkaTepuH6ypr)
baxapeBa Jllogmuna MBaHOBHa B HOMMHauuu «Opra-
HU3aTop 31paBOOXPaHEHMS;

[IpeeMCcTBEHHOCTb NOKOJIEHNH: No6eanTenn KoHKypca Monoabix
y4eHbIX ¢ Kopudessmu neauaTpun

Mpodeccroransl cpeaHero MeAULIMHCKOro 3BeHa
¢ J1.C. HamazoBoWi-bapaHoBoWu (cnesa)

4) 3aBepywowan negnaTpmyeckum otaeneHnem MIBaHoBCKOM
06/1aCTHON OETCKOM KAUMHMYECKOW 60NbHULbI» (MBaHOBO)
MBaHuwyK MNaNMHa HMKkonaeBHa B HOMMHauuMK «3a Bep-
HOCTb Npodeccum».

B KoHKypce Coto3a negunatpoB Poccun «[leTckaa meaum-
LUMHCKasa cecTpa 2017 roga» nobeaunnu:

1) KonbiToBa flapnca AnekcaHapoBHa, y4acTKoBas meau-
LIMHCKas cecTpa neauMaTpMyecKoro OTAEeNEeHUs NOou-
KNuHWKKn O6nactHom 60nbHULbI N2 14 (ceno KasaHcKoe,
TioMeHCcKas o6nacTb), B HOMWHaLKUK «YYyacTKOBasi mMef-
cecTpa»;

2) bopucoBa BuKTopus BUKTOpPOBHa, cTaplias MeacecTtpa
neanaTpu4yecKoro oTaeneHnsa YXTMHCKOW AeTCKOW 60/1b-
Huubl (YxTa, Pecnybnnka Komu), B HoMnHauuKn «CTaplias
MeAMLMHCKas cecTpa negmaTpmuyYecKoro oTAeneHus»;

3) letankuHa EneHa KOpbeBHa, cTapliaa Meacectpa oTae-
JIEHWUS aHecTe31oNorMn U peaHnmMauun eTckon pecny-
6/IMKaHCKOW KNnMHMYecKkon 6onbHULbI (CapaHck, Pecny6-
nMKa Moppaosus), B HOMUHauUmK «CTapluas MeauLUnHCeKas
cecTpa OTAENEHUS aHECTE3NOIOTUM U peaHUMaL Ny,

4) MwuHKkuHa lanuHa ApgonbdoBHa, cTaplias MeacecTpa
LETCKOr0 MOMUKIAMHUMYECKOTO OTAENEHUS TOPOACKOM
NONMKANHUKKM N2 37 (CaHkT-lMNeTepbypr), B HOMUHaLMK
«3a BEPHOCTb Npodeccun»;

5) ToHyap HaTanbsi BnagMmupoBHa, nanatHas MeacecTtpa
CeBepoBUHCKOro cneLunanMampoBaHHOro foMa pebeH-
Ka ana peten ¢ nopaxeHnem LIHC (CeBepoaBMHCK,
ApxaHrenbckas 06/acTb), B HOMUHaUMK «3a MYyXeCcTBO
N munocepauer.

Naypeatamn KoHKypca Colo3sa neguatpoB Poccun
«Jlyqwee neyebHO-NpodUNIaKTUHECKOE YYpeX AeHne neamart-
puyecKkoro npodunsa 2017» ctanu:

1) TbY3 «[leTcKasa ropoackas nonmMkanHuka N2 39» [lenap-
TaMeHTa 34paBooXxpaHeHus . MOCKBbI (FnaBHbIM Bpay
MNaBnosa CBeTnaHa BukTopoBHa);

2) MBY3 «Mono4yHas KyxHs», . HuxHM HoBroposa (anpek-
Top byrpoBa NpuHa CTaHMcnaBOBHa);

3) TAY3 «[leTcKas pecnybimMKaHcKas KnnHnyecKas 60/bHK-
ua» MuHagpaBa Pecny6nunkun TatapcTaH (rnaBHbIM Bpay
LLlaBanneB Padaanb PupHasnoBmy).

MNMoaBeneHbl utorn KoHKypca «Jlydylwnim XyaoxecTBeHHO-
WCTOPMYECKMI O4EPK MO UCTOPUM POCCUNCKON NeamaTpumn»:
e [lnnnom | cteneHn nonyunn Kum AHapen BadyecnaBoBuy

3a ovyepk «CTO neT Ha cTparke [AEeTCKOro 340poBbs:

HetcKkasa nonnknmHuka N2 12 r. CaHkT-lMetepbypra, Ucro-

pus U COBPEMEHHOCTb», . CaHKT-lleTepbypr.

e [unnom Il cTtenenn BpydyeH H.C. Konbuosown,
[.B. Tleukypoy, IA. MakoBeuKkon, J1.N. 3axaposon,

©
~
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I10. MNopeuKoBow (Camapa) 3a paboTy «JeTCKUI AOKTOpP
N3 «ryBUHKW» — TPYAOM U MUOCTUIO BOXKbEW. ...
Ha uepemMoHuK BpyYeHns Harpag ¢ My3blKajbHbIM Npu-

BETCTBMEM BbICTYNUAN CTyAeHTbl MeOWUMHCKOro WHCTU-

TyTa MopaoBCKOro

rocyaapCTBeHHOro YyHUBEPCUTETA

um. H. Orapéna.

B 3aKkntounTeNnbHbIM AeHb paboTbl KoHrpecca 6bian noa-

BefeHbl MTorn KoHKypca Hay4HbIX paboT MONOAbIX YHEHbIX:

1-e mecTo npucyxaeHo JlebegeBy BnagucnaBy Bwu-
TanbeBuYy (Bpay QYHKLUMOHANbHOM AMArHOCTUKM PrAY
«HMWL, 3gopoBbs geten» Munsgpasa Poccuu, MockBa)
3a paboTty «MccnegoBaHme HapyleHUs AbIxaHUs BO Bpe-

MS CHa MpPU LMPOKOM CMEKTPE 3TUONIOTMYECKUX daKTo-

poB Yy AeTEN».

2-e MeCTO NoAeNNK:

— TynbineHKo ApTém BuKTOpoBMY (acnupaHT Pray
«HMWLU, 3popoBba pgeten» MwuH3gpaBa Poccuu,
MockBa) ¢ pa6oTon «BHYTpMNPOCBETHOE fevyeHue
CTPUKTYp NuLLEBOAA Yy AeTew Npu Bynne3Hom anunaep-
mMonu3se»

— Pynn PernHa AnekcaHapoBHa (acnupaHT ®Irb0y BO
«CaHKT-MNeTepbyprcknim rocyaapCTBEHHbIM Neauna-
TPUYECKUM MEAULMHCKUN yHuBepcuTeT MuH3gpaBa
Poccuu, CaHkT-lMeTepbypr) ¢ paboton «OnbIT AnarHo-
CTUKM 1 NneveHnsa 6one3Hn KaBacakur.

3-e MecCTo 3aHanu:

— borpawoBa Adapba CepreeBHa, EBceeB CtaHucnas
UropeBuy (ctyaeHTol Prboy BO «HU MIY wm.
H.M. Orapéga», CapaHcK) 3a paboTy «BnusHue nepu-
HaTallbHOro MOPaX}eHUs LEeHTPasbHON HepPBHOWM
cuctemsbl (LUHC) Ha ncuxoMoTopHOE pa3BuUTUE AeTew
paHHero Bo3pacTa;

— Koanosckui eHuc AnekcaHapoBuy, KosnoBckas
MpuHa AHaTonbeBHa (CTyaeHTbl [OMeNbCKOro rocy-
[apCTBEHHOIr0 MeAMLIMHCKOro yHuBepcuTeTa, Pec-
ny6avka benapycb) 3a paboTy «<HeEKOTOpble acneKTbl
nUTaHWs ageTen paHHero Bo3pacta B [omenbCKOM
pervoHe»;

My3blKanbHO€e NPUBETCTBUE OT CTYAEHTOB MEAULIMHCKOrO
MHCTUTYTa U3 CapaHcKa

MNepenonHeHHble 3anbl KoHrpecca, 1, KOHEYHO e, Mo AaBHeMH
Tpaavuun — MMMH neauaTpos

— HukonaeBa KpuctnHa UropesBHa (acnupaHT Ypanb-
CKOr0o rocyapCTBEHHOro MeAULIMHCKOro YHUBEPCHU-
TeTa, EKatepuHOypr) 3a paboty «[lapTucunatuBHas
MoAeNlb NPOGUIAKTUKU AepMaTo30B U UHOEKLUN,
nepegaBaeMblX MOMIOBbIM NyTeM, Cpeau JeTew-
CUPOT U iIeTeN, OKa3aBLLMXCA B TPYAHOM XU3HEHHON
cuTyaumm».

MNo6eantensamMmm NOCTEPHOM CECCUU Hay4HbIX paboT AeT-

CKUX MEOULIMHCKKNX CECTEP CTanun:

1-e MeCTO Nony4Ymn KoNneKTnB cotpyaHmnkos Pray «HMUL

3400poBbs AeTen» MUH3gpaBa Poccun 3a paboThbl:

— lWeHuesa E.B, NMawHeBa M.A., OpelmrHa M.J1. Q-
GEKTMBHOCTb MaccaXka y AeTen maageH4YeCKoro Bo3-
pacTa ¢ nepuHaTtanbHbiM nopaxeHunem LIHC»;

— KotenbHukos I1.C., ToHyapoB P.B. «Maccax y getew
npu NeYEeHUU NNOCKOCTONMUSA OT 3 40 7 et

— CeMukunHa M.T., OpewnHa M.J1. <MeToanKa nevye6Hom
FMMHaCTUKKU ANa feTel C HeCcOBEepLUEeHHbIM ocTeore-
He30M»;

— Maesckui H0.C., OpelwmrHa M.J1. «<MeTtoaunka JI®K npwm
MbllWeYyHoW agnucTpodum [oweHar;

— AwTtaeBa 0.B., AHuny 4.B., OpewwnHa M.JIl. «3d-
deKTMBHOCTL AnddepeHUMpPOBaHHOIO Maccaxa
M KOppuUrupylowemn ne4yebHon rMMHacTUKKU Npu He-
BpUTE NUuUeBoro Hepsa oT O go 12 ¢ pasnunyHbiMu
cnoco6amu BCKapMnBaHus»;

— [BapamuaH.A.,BapdonomeeBakE.lO., OpewnHa M.J1.
«MeTogmka JIOK ana ctumynauuu Mbilwl, CBOLOB
CTOMbI».

2-e mecTo: bykunHa T.A., NMonoBa J1.A. «[laTpoHaxkHasa nan-

nvatnuBHas nomMoulb» (HoBoKy3HelK, KemepoBcKas 0611.)

n MNono.a J1.A., bykuHa T.A. «Ponb BONIOHTEPOB B paboTte

[eTcKoro xocnucar» (HoBoKy3HelK, KemepoBcKas 061.).

3-e mecTo nogenunnu Xutsesa H0.H. «CoBpeMeHHbI noaxoa

K pelleHu1to Npobnem cemen, MMetoLLMx AeTen ¢ opdaHHbI-

MK 3abo0feBaHUsIMK, B pamKax npoekTa «KoopanHaTopsl

300poBbs» (YnTa, 3abanKanbCKuin Kparn) M 3bikoBa T.B.

«CeCcTpUHCKNUI B3rNaa Ha npobnemMy yxoaa 3a naumeHtamu

¢ 6ynnesHbIiM anuaepmonnsom» (Mocksa).

XX KoHrpecc negmatpoB onpeaenun nytv passuTus npo-

deccroHanbHOM accoumnaln U HameTun HOBble TOYKK OTCYe-
Ta Angd peweHna ctoalmx nepea AeTCKMMn BpadamMun 3agad no
peanusauuun nporpammel «Jecatunetve getcreanr.
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[lata Mecto
Meponpustue T —— OCHOBHbIE OpPraHn3aTopbl NpOBEgEHNS KoHTakTbl opraHu3aropos
06yyaroLLnil NpaKTUYeCcKmMin 19-22 mapta | 1. Coto3 negmuarpos Poccun Mockea | Pyceukuit KOpuin KOpbesuy
MacTep-knacc «TakTuka BefjeHus 2. HaumoHanbHbIil MeSULMHCKIUIA UCCNeA0BaTENbCKUALEHT rusetski@inbox.ru
naumeToB [ETCKOro 3[10p0BbA AeTel
BO3pacTa ¢ natosoruein Hoca,
OKOJIOHOCOBbIX Ma3yXu 1 FOTKN.
BBeneHve B neanaTpuyeckyto
3HOOCKOMNYECKYIO
PUHOCKHYCOHAPUHTOXMPYPTUI0»
Il Cbe3p negmatpos Pecnybnuku | 22-23 mapta | 1. PernoHansHas o6LiectseHHas opraHusauus CIP PC(4) AKyTCK Mapkosa CapzaHa BanepbesHa
Caxa (Akytms), CIMP PC(4) 2. MuHucTepcTBO 31paBooxpaHeHuns PC(H) saramark@mail.ru
3. CeBepo-BocToyHbIin dheaepanbHbIi YHUBEPCUTET
M. M.K. Ammocosa
4. YnpasneHue 3apasooxpaHerns M3 PC(A)
dapmakoTepanus u AUeToNorus Centabpb | 1. MuHucTepcTBO 3/paBooxpaHenns Pecnybnauku TatapctaH Kazanb LLlasannes Pachaanb ®upHasnosuy
B Nneamarpumn 2. Coto3 neanatpoB TIOPKCKOro Mupa Rafael.Shavaliev@tatar.ru
3. [eTckas pecnybankaHckas KnmHu4eckas 60MbHULA
MoBomxckuii MexpernoHanbHblid | 17-19 anpens | 1. MunuctepcTBo 3apaBooxpaHeHns Camapckoi 06nactu Camapa bopucosa Onbra BsyecnasosHa
HayuHblit hopym «Mbl 1 Hawwm 2. CamapcKuii rocyfapCTBeHHbI MeANLNHCKNIA YHUBEPCUTET sovetsamsmu@mail.ru
netu» 3.Camapckas 06nacTHas accounaums Bpadei
4. PernoHansHoe otaenexne Coto3a neauatpos Poccum
XIl Poccuitckuin ®opym 19-20 anpens | 1. CankT-MeTepbyprckoe pernoHanbHoe otaeneque Corosa CaHkT- bynartosa EneHa MapkoBHa
C MeX[yHapoaHbIM y4acTnem neamarpos Poccun Metepbypr | bulatova2008@gmail.com
«300p0BbE JeTeit: 2. KomuTeT no 34paBo0XpaHeHnto
npodunakTnka u Tepanus CankT-leTep6ypra LLla6anos Anekcanzap Muxaiinosuy
COLMaNbHO-3HAYNMbIX 3. KomnteT no 34paBooxpaHeHnto JIeHMHrpaackoii 06nactu aleks-shabalov2007@yandex.ru
3a60n€eBaHNII» 4. HaunoHanbHbl MeANLUNHCKUA UCCNEe0BaTENbCKNA LEHTP
300p0BbA feTeit .\}b@
KoHdepeHuums 27 anpens | 1. [lenapTameHT 3apaBooxpaHenus Mprumopckoro kpas Xabaposck | LLlymatosa TaTbsiHa
«AKTyanbHble BOMPOCHI 2. NHcTuTyT neguarpun ®re0Y BO TTMY AnekcaHpoBHa
neanaTpum U HEOHaToNornKn» 3. Mpumopckoe otaenexue Coto3a neanarpos Poccum lpuropsH Jlamapa ApTypuKcoBHa
4. Akagemus neguatpum (cekpeTapb)
5. IHCTNTYT NOBbILWEHUs KBANUUKALMN CreynanincTos lamara_grig@mail.ru
3[lpaBOOXpPaHeHmMs r. XabapoBcka (\
=
Kpaesas KoHGhepeHLuus Man 1. KpaclTMY um. npodd. B.®.BoiiHo-AceHewkoro KpacHosipck | TapaHyLlieHko TaTbsHa EBreHbeBHa
«AKTyanbHble BOMNPOCHI 2. MuHMCTEpPCTBO 3[,paBOOXPaHeHIs KpacHOApCKOro Kpas tetar@rambler.ru
neguatpumn» 3. KpacHospckoe otaenenne Cotosa neguatpos Poccun
meponpusTe
Ha pPerynspHon ocHoBe
Il Poccuinckmnin ®opym 13-14 mioHs | 1. CankT-MNeTepbyprekoe pernoHanbHoe otaeneque Cotosa CaHkT- bynatosa EneHa MapkosHa
C MeXAyHapoaHbIM yyacTuem neauatpos Poccun [Metepbypr | bulatova2008@gmail.com
«CoBpeMeHHas neguarpus. 2. [TonHOMOYHOE NpeAcTaBnTeNsLCTBO Mpe3unaeHTta
CankT-MeTepbypr — Poccuitckon ®egepaumnn B CeBepo-3anagHom Lllabanos Anekcangp Muxaiinosuy
benbie Ho4Ym — 2018» thefiepanbHOM OKpyre aleks-shabalov2007@yandex.ru
3. Komutet no 3apaBooxpaHeHnto CaHkT-lMetepbypra
4. KomuTeT no 3ApaBoOXpaHeHuto JIeHMHrpagckon 06nacti
5. HaumoHanbHbIil MeULMHCKNIA UCCNEA0BATEIbCKUIA LIEHTP
3[10p0BbA AeTen
IV [lepmatonornyeckue 4reHns Hos6pb 1. Coto3 negunatpos Poccum Mocksa | MypawwkuH Hukonai Hukonaesuy
B neguarpuu 2. HaunoHanbHbI MeaULNHCKNIA NCCRefoBaTeNbCKIUI LEHTP 8 (499) 134-08-89
3[0poBbA AeTeil murashkin@nczd.ru
X H06unenHas Poccuiickas 14-15 pekabps | 1. CaHkT-TeTepbyprckoe pernoHanbHoe otaeneHne Cotosa CaHKT- bynartosa EneHa MapkoBHa
Hay4YHO-NpaKTn4eckas neamatpos Poccun Metepbypr | bulatova2008@gmail.com

KOHhepeHuus

C MeXZyHapoAHbIM y4acTnem
«Annepruyeckume

1 IMMYHONATONOrNYeCKme
32601eBaHNs —

npo6nema XXI Beka.
CankT-lNeTepbypr — 2018»

N

. KomuteT no 3apaBooxpaHeHnto CaHkT-leTepbypra

3. KomuteT no 3apaBooxpaHeHunto JIeHMHrpaackon obnacti
4. HaunoHanbHbIN MeguLMHCKIA NCCNEA0BaTeNbCKIUIA LEHTP
3[10p0BbA AeTeil

Lllabanos Anekcanzp Muxaiinosuy
aleks-shabalov2007@yandex.ru
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Mop arupoit Coto3a neguatpoB Poccuu B 2018 r. Gyaet npoBeeHa cepus peruoHanbHbIX
o6pasoBatenbHbix meponpusaTui «LLikona neguartpa: oppaHHbie 60ne3HK»

lopop Dlata MecTo npoBefeHus CneuuanbHocTH
BopoHexckas 06macTHas KnuHu4eckas
BopoHex 17 mas [Megunatpsl
60sbHMLA Nel
Tyna [ata yTo4Hsercs Tynbckas fetckas obnactHas 60sbHULA Meauatpol
KpaeBom KJINH. LIGHTP OXPaHbl [Meanatpbl, CMEXHbl
KpacHospck 31 mas—1 uioHs paeso EHTP Oxpa GAnaTpel, CMe ¢
MaTepuHCTBA U AETCTBA CMeunanbHoCTy
[Megmatpbl, CMEXHble
HoBocubupck HTA6pA [ TBeHHas HoBocmbupckas OKb ’
0BOCMOUPC 6 CeHTAbp ocynapctBeHHas HoBocnbupckas O EnBLANBHOGTH
Pecny6nnkaHckas feTckas KNMHUYecKas [Megmatpbl, CMEXHblE
ChbIKTbIBKAp 5-6 oKTA6PS y A Anatp
60nbHMULA CrneumnanbHocTy
[Megmnatpbl, CMEXHble
TiomeHb 1 Hos6pA 0O6nactHaa knuHuyeckas 60nbHMua Ne 1 Anarp
CcrewumnanbHocTy
, leanatpbl, HEOHATONOMU
a 22 HOA6pS BbicTaBouHbI Komnneke BOHX-3KCI ’ ’
b 016 ¢ BRI BLIbEEL L aKyLLEepbI-rMHEKONOrK
POCTOBCKMIA rocynapCTBEHHbIA [Meauatpbl, CMEXHbIe
PoctoB-Ha-[loHy 26 ceHTA6pA . yAap Anatp
MEOMLNHCKNIA YHUBEPCUTET CMeumnanbHoCcTy

TexHu4eckuint opraHm3artop LWkosn — Hekommepyeckoe napTHepcTBO «06LLECTBO N0 Pa3BUTUIO MeULMHbI 1 3paBO0XPaHEHNS»
(KOHTaKTHOE JIML0 OT TEXHUYECKOro opraHusatopa — Libiranok Haranbs: 8-963-961-64-12, info@ormiz.ru)

U3 nctopun meauLUHbI

/
Al
UCTOPUSA BOJIE3BHMU: BOJIE3Hb
LWATACA, WIU YEM CTPAJAN
YAP/1Ib3 JAPBUH
OKOHYMB MEAMLUMHCKMIN WHCTUTYT B
Pvo, Kapnyw Waraw noctynun pa6oTtaTb
B WMHCTUTYT CbIBOPOTOYHOM MeAULMHBbI K
BefyleMy napasuTtonory u Mukpobuonory
ctpaHbl OcBangy Kpy3sy. UmenHo Kpya ctan
pykoBoauTenem aucceptaumn LWarawa,
NOCBSALEHHON reMaToIOrM4eCKUM acnekTam
Manapuu. B 1903 r. Kapnyw cran cneuu-
aNMCTOM CO CTEMNeHbIO M OTNPaBUACS B MOp-
TOBYIO afMWHUCTpauuto . CaHTyc, 4TOObI
60pOTbCs C TEMOW CBOEW Hay4HoOW pabo-
Tbl — KOMapaMu-nepeHocHuKamMm Manspum,
NPeaiioXMNB OMpPbICKMBATb MHCEKTULMAAMMU
pa6ouyne KBapTanbl. Metos Llarawa oka-
3ancs  AeNCcTBEHHbIM: 3a60/IeBaeMoCTb
3aMeTHO CHU3uNacb, W 3TOT CNocob cTanu

ucnonb3oBatb No Bcel bpasunuu. Cpeaun
LPYrMX OTKPbITUI y4EHOro — BMEPBbIE OMK-
CaHHbIN UM poA Mapa3uUTUYECKUX FPUOKOB
Pneumocystis, no3)ke npu3HaHHbI BO306Y-
autenem NHeBMOLMCTHON MHEBMOHMU.

B TprvatomoBOM Knone («uenytowun-
Ccsl XyK») Laraw o6Hapy*Kun HEW3BECTHbIN
paHee BUA MNPOCTEWILIMX — TPUMNAHOCOMY,
KOTOpYylD OH Ha3Ban B 4ecTb cBoero 60c-
ca W Hay4Horo pykosoautens Trypanosoma
cruzi. Waraw cpasy e npoBepwu, 4To 6yaerT,
€CNN Ko YKycuUT 06e3bsiHy, U Habntoaan yse-
NiMyeHne numbaTMyecKux y3nos, 3aTem —
JKENy[JO4KOB cepaLa M cepaedHylo HegocTa-
TOYHOCTb. O6CneaoBaB MeCTHOE HaceneHue,
Lllaraw Hawen Bce 3TW CUMNTOMbI U Y 6ea-
HbIXx 6pa3unbleB. B 1909 r. Bbiwia crtaTbs
Y4YEHOr0, B KOTOPOW OH €AWMHOSIMYHO MOJSHO-
CTblO U LLeIMKOM — OT BO36yAWUTENs U NyTK
nepefayn Ao KIMHUYECKON KapTWHbI, CUM-
NTOMOB M 3NMAEMMWONOIMU — Onucan Hens-
BECTHYIO paHee 60/ie3Hb. 3TO YHWKaNbHbIN
cnyyan B UCTOPUU MEAMULMHBI: A0 3TOrO Yeno-
BEYECTBO HE 3Has0 O CyLLeCTBOBAHWM MOLL-
Horo 3aboneBaHusl, MOCTOSAHHO YHOCALLEro
ThICSYM YENOBEK B rofl, a Nocnae oAHOM eanH-
CTBEHHOW CTaTbM Y3HaANO O HEW NPAKTUYECKHU
BCE, KPOME TOr0, KaK e€e N1IeYnThb.

B ogHOM “3 naTMHOaMePUKaAHCKUX CTpaH
60M1e3Hb Ha3blBAETCH HEMHOrO MHavye —
LLlaraca—Mauua: B ApreHTuHe 3Ty 60/1€3Hb
n3yyan CanbBagop Mauua, KOTOPbIV TONIbKO
B 1926 r. noagTBepAnn Bce BbiBoAbI LLlaraca
Ha MaTepuane PoaHOM CTpaHbl.

3aboneBaHue B JlaTUHCKOM AMepuKe
CyLLeCTBOBASIO MHOMMeE Thicsyn neT. B 2004 r.
B XypHane Proceedings of National Academy
of Science nosiBunacb ctatba ¢ pesynbraTa-
MW uccneaoBaHuin 283 MyMUbULIMPOBaAH-
HbIX Tes, HaWAEHHbIX Ha TEPPUTOPUMN CEBEP-

HOM YacTu Yunu wu oxHOM Yactu [lepy.
HeKoTopbIM M3 3TUX MyMui OblI0 HE MeHee
9000 net. MpoBeaeHHasa MUP Ha Kyco4yek
13 300 «ByKB reHeTM4yecKoro Kogar, xapak-
TepHOM Ansa TpenaHocombl Kpysa nocnego-
BaTENbHOCTU HYK/IEOTMAOB, Aana MOMOMXMK-
TeNbHbIM pe3ynbrat aNa 115 ocTaHKOB.

MN3BECTEH MUHUMYM OAMH KIIMHUYECKMI
cflyd4an 60Ne3HU eule A0 OTKPbITUA 3TOro
3aboneBaHus: 26-netHuin Yapnb3 [dapBuH
y4yacTBOBas B KPYroCBETHOM MfaBaHWK
M 3anucan B CBOEM [HEBHWKe 25 map-
Ta 1835 r.: «<3TON HOYbIO A Mepexun aTaky
(MHaye M He cKaxkelwb) beH4yykn (BMA poaa
Reduvius) — BENMKOro 4epHoro Kiona nam-
nacoB. 3T0 caMoe OTBPaTUTENbLHOE ollyllle-
HWe — 4yBCTBOBaTb, KaK Msrkue GecKpbl-
/lble HaceKoMble B AlOWM [JIMHOW MonsatoT
no TBOEMy Teny. MNepen Tem, Kak HacocaTbCs
KPOBW, OHW A0BOJIbHO TOHKKE, HO MOCce Toro,
KaK HanbloTcsl, — pasbyxaloT, U UX Nerko
pa3faBuTb. 51 HAXOAWMN UX B CEBEPHOWM YacTu
Yunu mn Mepy». K cnosy, HeBponornyeckune
W racTPO3HTEPOSIOrMYECKME CUMMTOMbI, Xa-
paKTepHble ans 6ones3xu Laraca, co3patenn
TEOPUU 3BOMOLIMM WCMbITbIBAN MOTOM BCHO
KU3Hb.

Bbonesub Laraca (Warawa) u cenvac
pacnpocTtpaHeHa B MeKcuke, LleHTpanbHOM
n tOxHon AmepwuKke. Tak, MO AaHHbIM Xyp-
Hana Lancet, B 2015 r. «waracom» 6one-
no 6,6 mMnH venosek, ymepno — 8000.
HecmoTps Ha HeKoTopble ycnexu B 6opb6e
C OCTPOM U XPOHUYECKoM dopMaMn 601e3HMU,
BaKUMHbl OT 3a60neBaHUs 4O CUX MOP HeET,
a aHTUOMOTMKM OT napasuTa He Momorator,
noaToMy npubéeraT K aHTUNapa3uTUYEeCKOom
XMMUOTEPANUM.

MCMoIb30BaHbl Matepuasbl ¢ canTa:
https;//www.livejournal.com/



