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Loop tubulopathies: Bartter’s syndrome

The authors provide a review of current clinical guidelines regarding medical care provided to children with Bartter’s syndrome —
impaired renal tubular function (loop of Henle) with the development of hypokalemia, hypochloremia, metabolic alkalosis and hyper-
reninemic hyperaldosteronism. The specifics of disease epidemiology, etiology and pathogenesis are described. The issues of dif-
ferential diagnosis and treatment based on the principles of evidence are covered.
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BBE[AEHUE
KnuHnyeckue pekomeHgauunun pa3paboTaHbl Ha OCHOBa-
HUW KIMHMYECKOrO OMblTa aBTOPCKOrO KONMNEKTMBA B AMa-

FHOCTUKE, TIEYEHWUN 1 BefleHWUH feTei ¢ TyGynonatusmul,

KPATKAAl UHOOPMALIUA

OnpepeneHue

Ty6bynonatunm — KaHasjblLieBble 60/1€3HN NOYEK, XapakK-
Tepudyemble pPasUYHbIMU HapyLWEHUAMU TYyOYyNspPHOro
TpaHcnopTa 3/IEKTPONNTOB, MUHEPASIOB, BOAbl U OpPraHu-
YeCKMX CybCTaHUMMW, HacneaCTBEHHOro (nepBuYHble Tyby-
fonaTtun) UaM NpMoBpeTEHHOro (BTOPUYHbIE TybynonaTumn)
XapakTepa.

Mo nokanusauuu TpaHCMOPTHOro AedeKTa pasnuyatoT
NPOKCHMMasbHble, NEeTNEBbLIE U AUCTASIbHbIE TYGYyI0NaTHK.

CuHgpom bapTtrepa — ayTOCOMHO-pelieccMBHOE 3a60-
neBaHune, obycnoBfieHHOe aedeKToM peabcopbumm HaTpus
M XJI0PUOB B TOJICTOM BOCXOASILLEM KONeHe netnu leHne,
[N151 KOTOPOro XapaKTepHO pa3BUTUE TMMOKAIMEMUHU, TUMO-
XJIOpeMnr, MeTaboIMYECKOr0 asKkanosa u runeppeHmHeMu-
4YeCcKOoro runepanbaoctTepoHnsma [1-4].

9Tuonorua v natoreHes

HeoHatanbHbih cuHapom bBaptrepa (tun 1) (OMIM
601678) — myTaumsa reHa NKCC2 (nokyc SLC12A1, xpomo-
comMa 15qg21.1): nepBUYHbIN AedDEKT HATPUI/KaNnn X10pua-
Horo KoTpaHcrnoptepa (Na-K-2CL) Ttonctoro Bocxoasillero
KoneHa netnu lexne.

HeoHatanbHbit cuHapom baptrepa (tvn 1) (OMIM
241200) — myTauusa reHa ROMK (nokyc KCNJ1, xpomoco-
Ma 11qg24.3): HapyweHue ¢dyHKumMmM KaHana ROMK (AT®-
YyBCTBUTESIbHbIV PEKTUDULMPYIOLLMIA KaNneBbIn KaHan) ToN-
CTOro BOCXOAALLEr0 KONeHa netnu leHne.

Knaccuyeckuin cuHagpom bBaptrepa (tvn ) (OMIM
607364) — myTaums reHa CLCNKB (1p36.13): pedeKTt
CTPYKTYpbl KaHana CLC-Kb (noyeyHo-cneundUuyHbIM XN0-
PUAHbIA KaHan) TOJICTOro BOCXOASALLIErO KoneHa netnu lexHne.

HeoHatasbHbIM cuHAPOM BapTTepa, accoummnpoBaHHbIN
C CEHCOHeBpaJibHOM Tyroyxoctbio (Tun IV) (OMIM 602522) —
MyTauns reHa BSND (1p32.3): HapyweHue CTPYKTYpbl MEM-
6paHOCBSA3aHHOM CYyObeANHMLbI X0PUAHBbIX KaHanos CIC-K
(CIC-Ka, CIC-Kb).

Mpn Trne | HeoHaTaNnbHOrO Bap1aHTa NePBUYHbIN AEPEKT
Na*t-K+-2Cl"-koTpaHcnopTepa NpWBOAWT K HapyLEHMIO
peabcopbLmMM HAaTPUS B TOJICTOM BOCXOASLLEM KOMIEHE NETN
leHne. MNoTeps HAaTPUS BEAET K CHUMKEHMIO BHYTPUCOCYAUCTO-
ro o6bema, akTMBaLMn NPOAYKLIMM PEHUHA W aNbA0CTEPOHA,
NOBbILLEHNIO GPAKLIMOHHON IKCKPELIMM Kanus ¢ nocneayto-
Wen runokaameMmen n metabom4ecKknum anKano3om.

Mpu TMne |l HeoHaTanbHOro BapuaHTa HapylweHue GyHK-
umMm KaHana ROMK npenaTcTByeT BO3BpalleHUO peab-
Ccop6MPOBaAHHOIO Kanns B MPOCBET TOJICTOr0 BOCXOASILLETO
KoneHa netnu feHne, 4to cHuxaeT dyHKumio Nat-KT-2CI -
KOTpaHcnopTepa.

Mpn HeoHaTanbHOM BapuaHTe cuHapoMa bapTtTepa pas-
BUBAIOTCA rMNepKanbLUypusa n HedpoKanbLMHOS.

Knaccuyeckni BapuaHT (Tun lll) conpoBoxaaeTcs Hapy-
lWIEHWEM TpaHcnopTa XNopuaoB Yepe3 GasonatepasbHyto
mMeM6paHy 06paTHO B LMPKYISALIMIO, YTO BEJET K rMnoBose-
MUK U NOCNeaylolEen akTMBaLMMU PEHUH-AHIMOTEH3MHOBOM
CUCTEMbI C Pa3BUTMEM TUMOKANMEMUYECKOrO MeTabonnye-
CKOro afkanosa.

HedpoKanbLMHO3 OTCYTCTBYET.

Anuagemuonorua
CuHgpom bapttepa aBnseTtcs KpavHe peakum 3abo-
neBsaHuMeM. ToyHas 4acToTa BcTpedyaemocTu B Poccum

n CoeanHeHHbIx LUtatax AMepuKu HendeecTHa; B LLBeunn —
1,2 cnyyasi Ha 1 M/IH YenoBeK.

KoaupoBanue no MKB-10

N25 HapyleHus, pasBuBalowmecs B pesynbrate auc-
GYHKLMM NOYEYHbIX KaHaNbLEB:

N25.8 [pyrvne HapyweHusi, 06ycnoBfieHHble ANCHYHKLM-
€l NoYeyHbIX KaHanbLeB.

N25.9 HapyleHune dyHKLUMM NOYeYHbIX KaHanbLIEB yTOY-
HEeHHoe.

Mpumepbl AMarHo3oB

e CuHapom baptrtepa (tun lll), KNaccuyecku BapuaHT.
XpoHuyeckas 60/1e3Hb NoYyeK, 1-9 ctaaus.

e CuHapom baptTtepa (Tvun 1), HeoHaTaslbHbI BapuWaHT.
XpoHu4yeckas 60/1e3Hb No4veK, 1-9 ctaaus.

Knaccuopukayus
PasnuyaloT HeoHaTanbHbIA M KNACCUYECKUIN CUHAPOM
baptTtepa.

AUATHOCTUKA
HKanobbl h aHaMHes:
°  NoAUrMapaMHMOH/HEeAOHOWEHHOCTD;
° HM3Kas Macca Tena npu poXKAeHUu;
° 3ajepxKa pocTa;
°  MONAMypUs (C aNM304aMu TSXKENON agernapataumm)/nonm-

auncus;
*  MbllEYHas rMNOTOHUS;
®  CyaAOpOru.

dusuKanbHoe o6cnefoBaHue

O6lWmMA ocMOTp noapa3ymeBaeT OLEHKY GMU3M4YecKoro
pa3BuTUS pebeHKa, Mbllle4YHON CUCTEMbI; MOACYET YacToThl
[bIXaHus, CepAeyHblX COKpPaLleHWUM; ayCKynbTauuio Nerkux,
cepaua; Nanbnaumio XXmnBoTa; y4eT 06beMa BbIMUTOM XKUAKO-
CTH, Anypesa.

XapaKTepHbl:
®  HU3KUW/KpanHe HU3KKIK POCT, BEC;
® MblleYHas rMnoToOHMUS;
°  Nonuypus.

JlaGopaTopHas AUarHocTuKa
PeKkomeHayeTcs uccnegoBaHue:

®  KWUCOTHO-WENOYHOro cocTosiHus (pH KpoBwM, cTaHgapT-
HbIM 6UKap6oHaT — HCO3", BE);

®  OWOXMMWYECKOro aHanm3a CyTOYHOM MOYM (Kanbuui);

® COOTHOWEHMUS KanbLMN/KpeaTUHWH B pa3oBOM Mopuuu
MO4M (BTOpas yTPEHHSAS nopums);

°  OMOXMMMYECKOrO aHann3a KpPoBM: Kafluh, HaTpUK, Xo-
puabl, KanbLMN, MarHuin, KpeaTuHuH (cuia peKomeHaa-
ummM 3; ypoBeHb fokadaTenscTs C2) [1, 2, 4].
KommeHTapmi. K OCHOBHbIM [AMArHOCTUYECKUM

KpuTepusam cuHgpoma bapTTepa OTHOCATCA rMnoKanue-

MUWS, TUNOXNOPEMUS, TUNOHATPUEMUS, METabONNYECKUN

ankanos, runepKanbLuypua (HeoHaTalbHbI BapuaHT),

HedpOKanbLUMHO3 (HEOHaTaNlbHbIK BapuaHT). Mpn Knac-

CUYECKOM BapuaHTe CMHApPOMa HedpOoKanbLMHO3 OTCYT-

cTByeT [1, 2, 4].

UHcTpyMeHTanbHas AUarHocTUKa
[N NOCTaHOBKM KNACCUMYECKOro 60 HeoHaTasbHOro
cuHapoma bapTTepa pekomeHayeTcs nposefeHue ynsTpa-

1 cm. MpunoxeHne Al.
2 Cuny pexkomeHaauun u
B MpunoxeHun A1, Tabn. 1, 2.

ypoBEHb [OOKa3aTe/NlbCTB CM.



3BYKOBOT0 uccneaoBaHus (Y3M) noyek ¢ Lenblo BbiSBNEHNUS
HebpoKanbLMHO3a.

AunddepeHynanbHaa guarHocTuka

OnddepeHunanbHbin AnarHo3 NpoBOAAT ¢ CUHAPOMOM
[UTenbMaHa; cemMenHoOn rMnomarHelemuen ¢ runepkasb-
umMypuen/HedpoKanbLMHO30M; BCEMWU CNy4asMU TUMNOKa-
IMEMUYECKOro afkano3a, 06YyC/IOBNEHHOr0 M30bITOYHbLIM
NPUMEHEHUEM NeTNeBbIX UK TUA3UAHbIX ANYPETUKOB, PBO-
TOW, KMLLEYHOW NOTEPEN HATPUS U Kanug, noTepen xaopuaa
yepes KoXy Npu MyKoBUCLMAO3E.

JIEMEHME

KoHcepBaTuBHOE nevyeHune

PekomeHaoBaHO ycTpaHeHue peruapatauuu nytem
NPOAOMIKUTENBHBIX MHPY3MIN M3OTOHMYECKOro pacTBopa
xnopuga Hatpus'™® n BocnonHeHne HepgocTaTKa xnopuga
kanua™, uHoraa B coyetaHun co cnupoHonakToHomBR
[1, 2, 4] (cuna pexkomeHpauunm 3; ypoOBEHb JOKa3a-
TenbcTB C).

JleyeHne nHgomeTauMHOM MOXET OblTb PEKOMEHA0BA-
HO He paHee 4-6-1 Hepd *KW3HW. O6bl4HOM A03bl — 0,5—
1 Mr/Kkr B aeHb (B 3—4 npuvema) — KaK npaBuio, AocTa-
TOYHO ANS yCTPaHEHMS TMNOKanMeMmnm U MeTabonnM4yeckoro
ankanoza 6e3 nocneayloLlero BBeAeHUs xaopuaa Kanus.
MHorga HeobxoauMMo AanbHenlee NoBblWeHWe LO3bl 40
2-3 MI/Kr B IeHb (CU1a peKomeHaalmn 3; YypoBeHb [loKa-
3artenbeTB C) [1, 2, 4]. JledeHne Ha3Ha4YatloT MOXKUSHEHHO.

KommeHTapmi. lNpumeHeHne npenapata y ageten off
label (BHe 3aperncTpmpoBaHHbIX B MHCTPYKLIMW NEKAPCTBEH-
HOro cpeacTBa NOKal3aHWM) OCyLWecTBNAETCS NpU Hanu4yum
noanuMcaHHoro MHGOPMMPOBAHHOIO cornacus pogutenen/
3aKOHHbIX NpefcTaBuTENEN (MHAOMETALMH B Buie TabneToK
oduUManbHO paspeleH K NpuMeHeHuo ¢ 14-neTHero Bo3-
pacTa).

Xupypruyeckoe nedyeHue
He cyuwiecTByerT.

PEABUWIUTALIUA
He cywiecTByerT.

NMPO®UNIAKTUKA U AUCNAHCEPHOE

HABJIIOAEHUE

MpodunakTuka

PekomeHayeTcs reHeTMYecKoe KOHCY/IbTUpOBaHue
poauTenen geten ¢ cuHapomom bapTTepa ¢ uenbio o6bsc-
HEHUS 3aKOHOMEPHOCTEN HacneaoBaHWs M MPOrHO3MpPO-
BaHWS PUCKOB MOBTOPEHMS GONE3HU MPU NOCAEAYIoLMX
6epeMEHHOCTSAX.

BeaeHue naymeHTos3

KOHTPOMb KWCNOTHO-LENO0YHOIO COCTOSIHUSA, 3NEKTPO-
NUTOB (Kanun, HaTpuW, XNopuabl), KanbLUUsS M KpeaTuHMHa
CbIBOPOTKM — 1 pa3 B 2 mec (nocne nogdéopa onTMMasbHOM
[103bl MHAOMETALMHA).

Y3W noyek — He meHee 1 pasa B rof rnocne ycraHoBne-
HWSI AMarHo3a HeoHaTanbHOro cMHapoma bapTTepa.

AOMOJ/IHUTE/IbHAA UHOOPMALIUA,

BJ/IMAIOWASA HA TEYEHUE U UCXO[

3ABOJIEBAHUSI/CUHAPOMA

Ucxoabl M NPOrHo3

B 6o0nblIMHCTBE cnyyaeB 6GnaronpuaTHbl. UHTennek-
TyanbHOE pa3BUTME He cTpafaeT. [Ipn HeoHaTaNbHOM CWH-
apome bapTTepa runepkanbLuypusi CoXpaHsieTcsl, Hedpo-
KaNbLIMHO3 MeASIeHHO NPOrpeccupyeT, NPMBOAS K NMOYEYHOM
HEe0CTaTO4YHOCTH.

KPUTEPUM OLLEHKU KAYECTBA MEJULIMHCKOMN
MOMOLLUKU? (ta6n. 1, 2)

Ta6nuua 1. OpraHvM3aLMOHHO-TEXHUYECKME YCI0BUSA OKa3aHUA MeAULMHCKON MOMOLLU

Table 1. Organizational and technical aspects of medical care

Bua MegnumnHCKOM NnoMoLm CneunanuManpoBaHHas MeanLMHCKasa NomMollb
YcnoBusa oKazaHUs MEAULMHCKOW NOMOLLM CTaunoHapHo / B AHEBHOM CTaLMoHape
dopma oKasaHUs MeaULIMHCKOM MOMOLLM MNnaHoBas
Ta6nuua 2. Kputepuun KayectBa oKa3aHUa MeAULMHCKON NOMOLLK
Table 2. Criteria for the quality of care
YpoBeHb JOCTOBEPHOCTH
Ne Kputepun AOKa3aTeNnbCTB U Y6 AUTE/IbHOCTHU
peKkomMeHAauun
1 | BbiNnonHeHo nccnefoBaHne KUCIOTHO-WENOYHOTO COCTOSIHUSA KPOBU D
2 BbinofHeHo nccnefoBaHne 6MOXMMUYECKOr0 aHanu3a KpPoBM (Kanui, HaTpui, xnopuasbl, D
KanbLWi, MarHum, KpeaTtuHuH)
3 | BbinonHeHo uccneagoBaHne 6MOXMMUYECKOro aHann3a Moyu (KanbLmm) D
4 | BbINONHEHO yNbTPa3BYKOBOE UCCef0BaHNE NOYEK D

MpumeyaHmne. D — KOHCEHCYC 3KCMNEPTOB (HU3KUN).
Note. D — expert consensus (low).

*  neKkapcTBEHHbIN Npenapart, BXoaswWwmii B MlepeyeHb }KU3HEHHO HEOGXOAMMbIX M BayKHEWLLMX IeKapCTBEHHbIX MPenapaToB Ans MeanLMHCKOro
npuMeHeHuns Ha 2016 roa (PacnopsikeHue lMNpasutensctBa PO o1 26.12.2015 N2 2724-p).

BX  nexapcTBeHHbIM NpenapaTt, BXOAsWMi B [lepeyeHb fleKapCTBEHHbIX MpenapaToB ANs MeAULMHCKOro MpUMeHeHUs, B TOM u4ucre
NIeKapCTBEHHbIX NpenapaTtoB ANf MeAULIMHCKOro MPUMEHEHWUS, Ha3HavyaembliX MO peleHnio BpayvyebHbIX KOMUCCUWA MeAULMHCKUX
opraHusaumn (Pacnopsixenue MpasutenbctBa PP oT 26.12.2015 Ne 2724-p).

3 cMm. Mpunoxenue b.

4 TopagKky v cTaHAapPTbl OKa3aHWs MEAWULIMHCKOM noMolun — lMpunoxerune A2.
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3AK/IIOMEHUE

YacTtoTta BCTpevyaemocTu Tybynonatui cpeau AETCKOro
HaceneHusl KpalHe pedKa, B CBA3M C YEM 4eTKas Tonuye-
CKasl AMarHoCTUMKa KaHanblLEeBbIX HapyLWeHWUI NpeacTaBaseT
onpeaeneHHble TPYAHOCTH.

HecmoTps Ha pa3Hoob6pasune Tybynonatuii, OCHOBY WX
[IMArHOCTUKM COCTaBNAET paHHee BbIIBNIEHWE TaKUX KNWHU-
4YEeCKMX CMMMNTOMOB, KaK apTepuasbHas rmnepTeH3uns/rmno-
TEH3MS, NOAMAMUMCUS, MONNYPUS, PaXMTOMNOAOGHbLIE M3Me-
HEHWS, C NocneaylLMM UcCneloBaHUEM W OnpeaeneHnem
HapyLWeHUN KMCNOTHO-LLETIOYHOIO COCTOSIHMSA (MeTabonnye-
CKMW aunao3/ankanos), HaTpum-KannmeBoro 1 Kanbunn-poc-
POpHOro romeocTasa.

CBOEBpPEMEHHOE Ha3Ha4YeHWe afleKBaTHOM NaToreHeTu-
4yeCcKOoM Tepanuu No3BONSET NPEAOTBPATUTL MHOTME CEPLES-
Hbl€ OC/IOKHEHUS.

[narHocTnKa M nedyeHWe nauMeHToB ¢ TyGynonaTtusmu
NpPoBOAMTCS BPa4yoM-HedPOIOrom.

KOH®JIUKT UHTEPECOB

ABTOpbI NOATBEPXAAIOT OTCyTCTBME (GMHAHCOBOW NOA-
NEPHKKN/KOHONUKTA MHTEPECOB, KOTOPbIM Heob6XoaMMO
o6bHapoaoBarth.
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MpunoxeHue Al. Metogonorusa pasapa6oTKku
KJIMHUYECKUX PeKoMeHAaL i

LeneBas ayautopus AaHHbIX KIMHUYECKUX PEKOMEH-
naunm:
° Bpayu-geTcKkue Hedponoru;
° Bpayu-neguaTpbl;
° Bpayu obLein BpayebHOM NPaKTUKKN (CEMENHbIE BpayK);
® Bpayu-reHEeTUKH;
®  BpPa4u-3HAOCKOMUCTbI;
® Bpa4yu-peHTreHonoru;
*  Bpayu GyHKLMOHaNbHOM ANArHOCTUKM;
® CTYLEHTbl MEAULMHCKNUX BY30B;
e oby4alolmecs B OpAMHATYpPE U UHTepHaType.

MeToabl, uUcnoab3yemble AAA cbOopa/ceneKuummu
AOKa3aTeNIbCTB: MOWUCK B 3/IEKTPOHHbIX 6@3ax AaHHbIX.

OnucaHue MeTof0B, UCNOJIb30BaAHHbIX ANS OLLEHKHU
KavyecTBa U CUJIbl JOKa3aTeNbCTB: JOKa3aTe/lbHOM 62301
0N peKoMeHaauun aBnsoTcs ny6avKkauuu, Bollealune
B KoxpenHoBCKylo 616nnoteky, 6a3bl gaHHbix EMBASE,
MEDLINE u PubMed. Mmy6uHa noncka — 5 net.
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NMPUNOXKEHME

MeToabl, UCNOJIb30BaHHbIE AJIF OLLeHKU Ka4YyecTBa
U CUJIbl AOKA3aTeNIbCTB:

® KOHCEHCYC 3KCNepToB.;

® OUEHKa 3Ha4YMMOCTM B COOTBETCTBMU C PEWTMHIOBOMW
CXEMOW.

MeToabl, MCNO/Ib30BaHHbIE AJIA aHaNu3a
AOKa3aTe/bCTB:

° 0630pr Oﬂy6ﬂMKOBaHHbIX MeTaaHal/In30B;

¢ CcucTtematmyeckue 0630pbl C Tabnuuamm JoKa3aTeNbCTB.

OnucaHue MeToA0B, UCNOJIb30BaHHbIX

ANA aHanu3a AoKa3aTe/lbCTB

Mpun oT60pe Ny6AMKaLMN KaK NOTEHLMANbHbIX UCTOYHM-
KOB [lOKa3aTeNnbCTB UCNOMb30BaHHas B KaXX4OM uccneno-
BaHWW METOLONOrUSA U3y4yaeTcs A4Na Toro, 4Tobbl yo6eanTbes
B €€ Ba/IMAHOCTU. Pe3ynbTaT U3yyYeHusa BAUSAET Ha YPOBEHb
[loKasaTenbCTB, NpUcBanBaembl Ny6anKaLmu, YT0 B CBOIO
o4yepenb BAUSET Ha CUIy peKOMeHaLun.

ONg MUHUMU3auUMK NOTEHLMalNbHbIX OWMOOK Kaxjoe
uccnefoBaHne oueHMBaNocb HesaBucumo. Jllobble pas-
IM4na B OLEHKax obcyxaanucb BCEW Tpynnon aBTOpPOB
B NOSIHOM cocTaBe. [1pM HEBO3MOXHOCTU LOCTUMKEHUSA KOH-
CeHcyca npuBeKancs He3aBUCUMbIN IKCNeEPT.



MeTtoabl, Ucnosib3oBaHHbIe Ana popmynupoBaHus
peKoMeHpaLmni: KOHCEHCYC 3KCNePTOB.

UHaMKaTOpbl OGPOKAYECTBEHHON NPAKTUKKN

(Good Practice Points, GPPs)

PekomeHayemas fo6poKavyecTBeHHas NpakTuKa 6a3u-
pyeTcsl Ha KAMHWYECKOM OMbiTe aBTOPOB pa3paboTaHHbIX
peKoMeHaaLnNn.

OKOHOMMYECKUH aHaNus3
AHann3 CTOMMOCTM He MPOBOAMACA U My6AMKauMu No
dapMaKO3IKOHOMMKE He aHaNM3MpPoBasnCh.

MeToa Banuaauum pekoMmeHaauumn
° BHelHsAs aKcnepTHas OLLEeHKa.
° BHYTpeHHNAs 3KCNepTHas OLEHKa.

OnucaHue meToga BalMjauum peKoMmeHgauumn

HacTtosuwme pekomMeHaauMm B npeaBapuTenbHOM Bep-
cUKn Bblnn peLeH3MpoBaHbl HE3ABUCUMbIMU IKCMEpTamu,
KOTOPbIX Mpex/je BCero npocuin NPOKOMMEHTUMPOBATD,
HACKO/IbKO AOCTyMHa AN MOHUMMaHWs MHTepnpeTaums
J[loKa3aTeNbCTB, NeXallas B 0OCHOBe peKoMeHaaLui.

OT Bpayer NepBMYHOrO 3BEHa NOJlyYeHbl KOMMEHTapuu
B OTHOLIEHUMW [OXOA4YMBOCTU UINTOMKEHUS aHHbIX PEKOMEH-
NalUuni, a TaKKe UX OLeHKa BaXKHOCTU npeanaraeMbix PeKo-
MeHAaUMN KaK MHCTPYyMEHTa NOBCEAHEBHOM MPaAKTUKMU.

Ta6nuua 1. YpoBHM AOCTOBEPHOCTHU
Table 1. Confidence levels

Bce KoMMeHTapuu, NonyyYeHHble OT IKCNEPTOB, TWwaTeslb-
HO CUCTEMaTU3NPOBaIUChL M OGCYXKAaNUChb YieHaMu pabo-

yel rpynnbl (@aBTOpamMu peKkoMeHaauun). Kaxabli MyHKT

obCyXancs B OTAENbHOCTH.

KoHcynbTauusa n akcnepTHas oueHKa

lMpoeKT peKomeHaaunn 6bl1 peueH3UpPoBaH He3aBU-
CUMbIMK 3KCNepTamu, KOTOPbIX Mpexae BCEro npocuau
NPOKOMMEHTUPOBATb 4OXOAYMBOCTb M TOYHOCTb UHTEpPMpPE-
Tauuu goKazaTeNbHOM 6a3bl, ieXKallen B OCHOBE PEKOMEH-
nauun.

PaGouasa rpynna

[ns OKOHYaTeNbHOW peAaKuMM WU KOHTPONSA Kadye-
CTBa peKoMeHjauuu O6blIM NOBTOPHO MNpoOaHanun3u-
poBaHbl YyieHamu paboyvyen rpynnbl, KOTOPbIE NPULWAK
K 3aK/l4YeHuto, 4TO BCe 3aMevyaHUs U KOMMeHTapuu
3KCNEePTOB MPUHATHI BO BHUMaHKE, PUCK cUCTEMaTHye-
CKMX OWNBOK Npu pa3paboTKe peKoMeHaauuhn ceegeH
K MUHUMYMY.

OCHOBHble peKoMeHaaLuu

Cuna pekomeHaauuin Ha OCHOBaHWMM COOTBETCTBYIOLWMX

YPOBHEN [0Ka3aTeNbCTB NPMUBOAWUTCS MPU U3NOKEHUU TEK-
CTa peKomeHaauui (YPOBHM [OCTOBEPHOCTU U CWMa PeKo-
MeHJaLmni chopmMynnpoBaHbl Ha OCHOBaHWW NPOBEAEHHOMO
aHanusa; Tabn. 1, 2).

YpoBeHb Tun gaHHbIX
la MeTaaHanu3 paH4OMU3UPOBAHHbLIX KOHTPOMPYEMbIX nccnegoBaHuin (PKN)
1b [aHHble nony4yeHbl No pe3ynstatam ogHoro PKU
2a [oKa3aTtenbCcTBa Nony4yeHbl Ha OCHOBE MeTaaHaM30B UCCNefoBaHui 6e3 paHaoMuU3aLnm
2b XoT9 6bl OAHO XOPOLLUO BbINOSIHEHHOE KBa3W3aKCNepMMeHTanbHoe nccneaoBaHme
3 XOpOLWO BbINOSIHEHHbIE HE3AKCNEPUMEHTANbHbIE UCCIEA0BAHUSA: CPABHUTENbHbIE, KOPPENALMOHHbIE UMK CllyYan-KOHTPONb
JKCNEePTHOE KOHCEHCYCHOE MHEHME NGO KIMHUYECKUI ONbIT NPU3HaHHOIo aBTopuTEeTa

Ta6auuya 2. [pagauuna KadecTBa peKomeHaaumm
Table 2. Grading quality of recommendations

KauyectBO .
YpoBeHb OcHoBaHUe peKoMeHAaLun PacwudpoBka
AOKa3aTeNIbHOCTH
bonblune gBOWHbIE cnenmble MNAaLebOKOHTPONINpPyEMbIe .
. PeanbHbin addeKT cooTBETCTBYET Npesa-
A BblcoKkuii nccnefoBaHUs, a TaKKe JaHHble, MOyYeHHble NPU MeTaaHa-
nonaraeMomy
nn3e HeCKonbKkux PKN
He6onbuwwne aHAOMU3UPOBAHHbIE U  KOHTPONUPYEMble .
. Pana P P Py UCTUHHBIN addeKT 6n30K K npeanona-
B YMepeHHbIi nccnefoBaHnsa, TMpU KOTOPbIX CTaTUCTUYECKUE AaHHble .
raeMoMy, HO eCTb BEPOSATHOCTb Pa3nyni
NMOCTPOEHbI Ha HEGOSBLLIOM YUce 60NbHbIX
C HuaKuit HepaHAOMU3NUPOBaHHbIE KAWHUYECKME UCCNeAOBaHUsA Ha | UCTUHHBIN 3bdEKT MOXKET 3HaYUTEeNbHO
orpaHM4yeHHOM KoNIM4yecTBe NaLueHToB oT/InYaTbCs OT Npeanonaraemoro
o Mpennonaraemoln 3GPeKT O4YeHb Heo-
. BblpaboTKa rpynnomn 3KCnepToB KOHCEHCYca Mo onpefeneH- -
D OYeHb HU3KK# M npefeneHHblini U B 60NbLIOM NPOLEHTE
HoW npobneme
cNny4yaeB MOXeT OblTb AaNleK OT UCTUHBI

MpunoxeHue A2. CBA3aHHble JOKYMEHTbI: NOPAAKHU
M cTaHAapTbl OKa3aHUA MEeJULMHCKOW NOMOLLU

MopsaaKK okasaHUA MeAULLMHCKOI NOMOLLU

1. TMpuKas MUHKUCTEPCTBA 34PaBOOXPAHEHUS U COLMaNbHOIo
pa3BuTUa PO ot 16 anpensa 2012 r. N2 366H «O6 yTBEpH-
AeHun MNMopsaaka oka3aHus NeguaTpru4ecKomn NOMOLLM».

2. lMpukas MuHucTepcTBa 34paBooxpaHeHusa PP oT 15
HOA6PA 2012 1. N2 917H «06 yTBEpKAeHUM [TopsaaKa oKa-

3aHWNS MEAMLIMHCKON NOMOLLM 60/IbHBIM C BPOMXK/AEHHBIMU
M (MNK1) HacneacTBEHHbIMKW 3a60/1IEBAHUSMUY,

CTtaHpapTbl OKa3aHUA MeAULMHCKON NOMOLLU

1. MNpukas MuHsgpaBa Poccum ot 09.11.2012 N2 762H
«CTaHgapT cneuvManM3aMpoBaHHOMW MEeAULLIMHCKOM
NOMOLLM MPU HaPYLLEHNSX, Pa3BUBAIOLWLMXCS B PE3Yb-
Tate AUCOYHKUMM MOYeYHbIX KaHanbleB (Tybynona-
TUK)».

NEAUATPUYECKAA ®APMAKOJIOIUSA /2019/ TOM 16/ N2 2



MpunoxeHnue b. AnropuTmMbl BeeH1s NaLueHTa

| MaumeHT c Nnogo3pEeHUEM Ha TyoyonaTuio |
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O6cnepoBaHue, Tepanus
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HEPPOSIOrMYECKOM OTAENEHUN
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[dvcnaHcepHoe HabnoaeHNe U NevyeHune
C nepnogn4yecKknm KOHTpPOJSIeEM B creLmain3npoBaHHOM HecprJ'IOFVI‘-IeCKOM oTaeneHnun

AA Tepanusa

HET

addeKkTMBHA?

AJINEPTOJ1IOruss U UMMYHOJI0OIUS.
KnnHuyeckne pekomeHaauuu ang neauaTpos

Moa o6uen pegakumen J1.C. HamasoBon-bapaHoBoW,
A.A. bapaHoBa 1 P.M. XanTtoBa

4-e nag., uenp. n gon. M.: U3a-Bo «[leamnatpb», 2018. — 492 c.

M 3[aHNe COAEPHKMUT KIMHUYECKME PEKOMEHaLMW No annepru-
YeCKMM 60Ne3HAM M NaToIorMn UMMYHHOW CUCTEMBI, @ TaKxe
BaKLUMHaLMKU, KOTOpble MOAroTOB/EHbl BeAyWUMK cnelnannctamu
Cotoza negunatpos Poccuum n gpyrux npodeccroHanbHbiX accoLum-
auuy Bpayen Ha OCHOBE MPUHLMMOB AOKalaTenbHOW MeAULMHbI.
PaccmoTpeHbl BONPOCHl NatoreHesa, KAMHUYECKOro TeYeHus, ana-
FHOCTUKM W JIeYEHWS aTOMUYEeCKOro AepmaTtuTa, anfieprnieckoro
PUHKUTA, OPOHXMaNbHOW acTMbl, alropuT™M [AENUCTBUA Bpava npu
HEOTNIOXKHbIX annepruyecknx coctosiHuax. MpeactaBneHbl guarHo-
CTUYECKME KPUTEPUM OCHOBHbIX GOPM MMMYHOAEDULIUTOB WM MPUH-
UMbl UX nevyeHuns. NMoMmmo obLmMx BONPOCOB BaKLMHaLMK, aBTOPbI
aKLUEHTUPYIOT BHUMaHMe Ha UMMyHoNpodunakTuke Hambonee «npo-
6/1EMHON» KaTeEropuun NaumMeHToB—aeTen ¢ annepruiecKkomn naTono-
rMen 1 UMMyHOAEDULIUTHBIMU COCTOSIHUSMM.

KHura npegHa3sHadyeHa 4na npakTUKYOWMX Bpadyen: negmuaTpos,
TepaneBTOB, aNeprosoros, 4ePMaTonoros, UMMYHOOrOB; CTYyEH-
TOB MEAMLMHCKMUX BY30B, a TaKXKe Hay4HbIX COTPYAHUKOB.

AAAeproAoTHs
H HMMYHOAOTHA

o ol pesakien
AA. Bapansosa w PA. Xasroea
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