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KuaroueBnle ciioBa
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Cnucok cokpaimeHui

AB - aTprnoBeHTPUKYISIPHBII

OKI' - snekTpokapauorpamMmma

Ox0KI - axokapaunorpadus

OKC - 371eKTpOoKapAUOCTUMYIISIIIUS (3JIEKTPOKAPIUOCTUMYJISITOP)

YCC — yacToTta cepJIeqHbIX COKpaIleHUN
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TepMHHBI U onIpeIeSIeHUs

DJIEKTPOKAPAUOCTHMYJISLMA - TO METOJ, IPU KOTOPOM POJIb ECTECTBEHHOI'O BOJUTENS PUTMA
(CHMHYCOBOTO y3J1a) BBIIOJHSIET HCKYCCTBEHHBIN BOAUTENL PUTMA. DTOT BOAUTEIL PUTMA
BbIpa0aThIBAET 3JIEKTPUUECKHE UMITYJIbCHI OIIPEIEICHHON CHIIbI M YacTOThl. B kauecTBe
HCKYCCTBEHHOI'O BOJUTENS PUTMA UCIOJB3YIOT CIIELUAJIbHBIC allllapaThl —
ANEKTPOKAPAUOCTUMYIISTOPHI.



1. Kparkasi ungopmanmst

1.1 Onpeneaenue
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ATpHOBEHTPHUKY.IAPHOIi (AB) 6J10ka10ii 1IN IpeIcepaHO-KETYA0UKOBOM O10Kan0i

0003HAYaI0T 3aMCIJICHUC, YACTUYHOC U MMOJIHOC NPCKPAIICHUCM ITPOBCACHUA BOSGy)KI[eHI/ISI oT

npeacepaui K xKelly1oukam. 3aMeIJIeHUE POBEACHNS UMITYJIbCA MOXKET IPOUCXOAUTH B

npencepausx, AB y3ne, cucreme ['uca-Ilypkunse. Bee Bapuantel AB 610kag MOTYT OBITH

NPEXOSIIUMH U IEPCUCTUPYIOIIUMH, BPOKICHHBIMU U IPUOOPETCHHBIMH.

1.2 DTHOJ0ruSA U IATOreHEe3

N3menenne AB nipoBeieHUST MOXKET OBITh CBSI3aHO KaK C HAPYIICHUEM PETYIISIIIAH €T

ACATCIIBHOCTH CO CTOPOHBIL BEreTaTUBHOM HCpBHOfI CUCTCMBbI, TaK U C OPTraHNYCCKUM HA/UIn

CTPYKTYPHBIMH U3MEHEHHSIMU MTPOBO/IAIIEH cCuCTEeMBI cepana (tadnuna 1) [1,2,3,5,8,9,10,12,15].

Ta6auna 1 - [lpuuuHb! pa3BUTUS ATPUOBEHTPUKYISIPHOM 010K IbI

Xupyprudeckasi KOppeKIus BpOKAEHHBIX
MOPOKOB cepAla

-1e(heKT MeXOKEyI0UKOBOM EPEeropoIKHu,
-aTPUOBEHTPUKYJISIpHAS KOMMYHUKaUs,
-teTpasia damo,

'O6Cpr1(LII/I}I BBIXOJHOI'O OTACA JIEBOI'O
PKCIIyJOYKa,

-KOpPPUTUPOBAHHAs TPAHCIIO3ULIUS
MarucCTpaJbHBIX COCY/OB,

-INCKOPAAHTHOC AB COCAMHCHUC

M3onupoBanHas BpoxaeHHas AB Giokana

-oBpexieHue Tkanu AB-y3mia mona
MaTepUHCKHMU aHTUTEJIaMHU KJlacca aHTH—
SSA/Ro antn—SSB/La, HanpaBieHHBIMU K
BHYTPHUKJIETOYHBIM PACTBOPUMBIM
PUOOHYKIIEONPOTENAHBIM KoMmIiekcam 48-KD
SSB/La, 52-KD SSA/Ro, u 60-KD SSA/R0

AB G1okana, accormupoBaHHas Co
CTPYKTYPHBIMH aHOMAIIUSIMU PA3BUTHS CEPIIA

~AHOMAJIMU pa3BUTHUA HpCIlCCPHHOﬁ n
MC)K)KGJ'Iy,I[O‘-IKOBOﬁ NEeperopoaku

-001IMi apTepHalIbHbIN CTBOI

- KOPPUTMPOBAHHAS TPAHCITO3HUIIMS
MarucCTpaJIbHBIX COCY/I0B,
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- reTepoTakcus (JICBOIPEICEPAHBIN H30MEPHU3M)

NH}exnmnonHbIe 3a001eBaHMs

-OaKTepHralibHbIC U BUPYCHBIC HH(MEKITUU B TOM
MUCIIe ¥ BHYTPUYTPOOHBIE (cCeMelicTBa
repIIECBUPYCOB U YHTEPOBUPYCOB)

-peBMaTHUYeCKas INXOpaJKa,
-0o11e3Hb JlaiiMa,
-0oJsie3Hb Yaraca,

-BUY-undexuus

HefipoMbiiednbie 3a00eBaHUS

- MbIIIIeyHas nuctpodus Dmepu-Jpeiidyca
(Emery-Dreifuss),

- MpreyHas qucrpodus Hromena (Duchenne),

- MUOTOHHYCCKAasA I[I/ICTpO(bI/IH

XpOMOCOMHLIe M TeHETHYECKHE 3a00JIEBaHUS

-curapom Xomara-Opama (Holt-Oram),
-18-p curIpOM,

-cunpom Kepruca-Ceiipa (Kearns-Sayre),
- 6ose3Hb Padpu,

['mukorenos Il u V THia,
Myxononucaxapunos [ H, I H/S u Il tuna,

- CHHIPOM YJUIMHEHHOTO MHTepBana QT

JlereHepaTrBHbIE 3a001€BaHUS MHUOKapa

-0o0Jie3Hb JleBa,

-0osie3Hb Jlenerpa

/Ipyrue npudnHbI

- IIOBPEXICHUE TIPOBOISIIEH CUCTEMBI Cep/lia
MPU KaTeTEPHBIX MPOoIIeIypax (dHIOBACKYIISAP-
HOE 3aKpBITHE JePEKTa MEKKETYTOUKOBOU
[EePETOPOJIKH, PAINOYACTOTHAS A0JISITUS

ApUTMUN),

-HapyIIeHUsT MeTabonn3Ma (KapHUTHHOBAs
HEI0CTaTOYHOCTB ),

-runepTpoduueckas KapJuOMUOIaTHS,
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-3200JIeBaHHSI COCTMHUTEIBHON TKaHH,
-CapKOUI03,

-aMUJION 103,

-OIyXOJIb Cep/IIia,

-(apmakoTepanus

-3JIEKTPOJIMTHBIE HAPYILLIEHUS (TUIEpKAINEMUs,

FUIEpKaAIbLAEMUS )

[TosiBnenne AB Onokazer I crenienn Ha GoHe OpagrKapIMH MOKET OBITh CBSI3aHO C IMOBBIICHUEM
TOHYCa MapaCUMITATUYECKOT0 OT/IejIa BEreTaTUBHON HEpBHOU crcTeMbl. Taxu3aBrcuMbie AB
Osokanel | creneHn, BOSHUKAKOIIUE MPH YYAIIEHUH PUTMA CEp/Ilia, OYSBHIHO, CBSI3aHbI C
O110Kazoi mpoBeneHus o osicTpomy (B) kanany AB y3na. [lannas G10kana MOKET COXPaHATHCA
B OPTOCTaTUYECKOM ITOJIOKEHUH MMAIUCHTa, HO MOXKET IIPOXOJIUTh MOCIIE MOJAKOKHOTO BBEICHUS
aTponuHa. Takas OTBETHAs PEaKIUs JaeT OCHOBAHUE CYMTATh, YTO NIPU Taxu3aBUCHMOU AB
Onokane | cTerneHu xapakTep BIUSHUS BETCTaTUBHOM peryisiuuu AB npoBeneHus sBisiercs He
riaBHeIM. AB Giiokazna | creneHn MOXKET BO3HUKATh Y MMAIUCHTOB IOCIIC IPUMEHEHUS TAKHX
JICKApCTBEHHBIX CPECTB KaK: OJIOKATOPHI KAJILIUEBBIX KAHAIOB, [3-0J0KATOPBI, JUTOKCHH,
amuoaapoH u np. [lpuunnoit pazsutust AB Ostokaab! | creneHr MOryT OBITh BOCTIATUTEIILHBIC
3a00JIeBaHUS MUOKap/ia Pa3IMyHOM STHOJOTUH; HHPIILTPATUBHBIE U JIET€HEPATHBHBIC
3aboneBanus. AB Grokana [ ctemenn MoXkeT BO3HUKATh TaKXKe TOCIE MePEeHECEHHOM
XUPYPTrUYeCKON WM SHAOBACKYISIPHON KOPPEKIIUU BpOKAEHHBIX TopokoB cepaia (BIIC) unu B
pe3ynbTaTe KaTeTepu3alliy MPaBbIX OTAETIOB Cep/alla.

AB 6nokana I1 crenenu HepeKo HabIOAAETCs MPH NMAaTOIOTMUECKOW BarOTOHUH, IPU
TOKCHUYECKUX MOPaKEHUSIX Cep/lia, CBSI3aHHBIX C IpernapataMy HalepCTsIHKY, -0J0kaTopaMu U
0JI0KaTOpaMu KaJIbLUEBBIX KAHAJIOB, a TAKXKe IMPH ayTOMMMYHHBIX TOPAKEHHUSIX MPOBOIILEH
CHCTEMBI C MOCIEAYIOIINM Pa3BUTHEM KapIUOCKIIepo3a U AeTeHepaTUBHBIX 3a00JIeBaHUIX.
npoBoJsei cucteMsl cepana. AB 6nokana Il ctenenu Habmoaercs y AeTel, mocie oneparuii
Ha cepJue; uaoraa AB 6mokana kaxk I, Tak u Il ctenenn MoxeT ObITh CIEICTBHEM aHOMAJIUU
pa3BuTHs poBosiiel cucremsl cepana npu BIIC. Cnenyer umets B Buy, uto AB Giiokans! I-
IT ctenenn MoryT TpanchOpMUPOBAThCA B MONIHYI0 AB 650oKkany y neTeit ¢ opraHnueckoi mim
CPYKTYPHOH IIATOJIOTUH CEepALa.

Bpoxxnennas nonnas AB 01okana MokeT ObITh 00YyCI0BIIEHAa ayTOUMMYHHBIM KOH(DIUKTOM,
1100 BO3HUKAET BCIEJCTBUE CTPYKTYpHOTO nedekTa pa3BuTus. MopQoaoruieckue
HCCJIEIOBAHMSI CBUJIETENIbCTBYIOT, UTO HA JIOJI0 UMMYHHBIX (DOpM IMOJIHOM BpoxkIEHHON AB
6s10Kazb! mpuxoauTest okoso 70% Beex ciydaeB. M3BecTHA JOCTOBEPHO TOKYMEHTHPOBaHHAS
accouuanus BpoxKAeHHON noaHoi AB 6110ka el y HOBOPOXKIEHHBIX, MAaTEPH KOTOPBIX CTPalatoT
nudy3HBIME 3200JIEBaHUSIMU COCTUHUTENBbHON TKaHu. QKoo 25% ciydaeB BpoxkaeHHBIX AB
osokan III crerneHn codeTaroTCst CO CTPYKTYPHBIMH aHOMAJTUSIMU Ceplla, HauboJee 9acTo ¢
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neeKTaMy pa3BUTHUSL MEKIIPEICEPAHON U MEKKETYJOUYKOBOM IEPErOpoI0K, JIEBOIPEICEPAHBIM
U30MEpPU3MOM, a Takxke L-TpaHcno3unuel MarucTpajibHbeIx cocynoB. OnHoii u3 Hanbomee
YacThIX MPUUKH, IpuodperenHor AB 6nokazs! 111 crenenu siBisieTcss BOCIIAIUTENBHOE
nopaxeHre Muokapnaa. B psne ciydaeB npuoOperennas AB Omokana 11 crenenu Bo3HUKaeT
nocie onepauuu 1o koppekuuu BIIC. Pazsutnem AB 010Ka MOTYT COPOBOXKIATHCS PSiL

HACJIC/ICTBEHHBIX U HEUPOMBIIICYHBIX 3a00JICBaHUH.

AB Gnokana I creneHu MOXeT ObITh PE3yJIbTaTOM 3aMEIJICHHOTO MTPOBE/ICHUS B IPECEPIUH,
AB-y35e, nyuke ['uca unu B ero Hoxkax. JJOMUHUPYIOIIUM MECTOM 3aJIeP>KKH UMITYJIbCa
apisiercss AB-y3en (y 83% GonbHbIX). 3aaepikka npoBeAeHus B npeacepausx wid AB y3nie npu
AB 6nokaze I creneHr HOCUT TPaH3UTOPHBIA WU CTAOMIIBHBIN XapakTep U MOXKET MEJICHHO
MPOrPeccCUpoOBaTh B CTOPOHY BBICOKUX cTereHelt AB Omokaabl.

AB 6nokana I crenern it Mo6wu [ (¢ mepuoaukoit CamoiiioBa-Benkebaxa), BI3bIBACTCS
3amemiienneM nposoaumoctu B AB y3ie B 72% ciydaeB u B cucteme nyuka ['uca - B 28% (4).
[uxisr Benkebaxa MOTYT BUIOU3MEHSTHCS U MO BIUSIHUEM APYTUX SBJICHUM (HAIIpUMED,
CYIEPHOPMAIIBHOTO MTPOBEICHUS HITM 3aBUCHMBIX OT OpaIuKapIuu 3a1epiKeK 1 OJI0Kax
npoBeneHus). B peaxux ciydasix B nukie Benkebaxa oTmeuaercs OJIOKMPOBAHUE IBYX
nocnenoBarenbHbiX P-BoiH. [Ipu AB 0nokane Il crenenu tuna MoOun 11 unatepsanst PQ (R),
MIPEIIECTBYIONINE BHITIABIIEMY COKPAIIICHHUIO, BCET/1a MOCTOSTHHBI K HE MEHSIETCS IaXKe MOCIIe
BBINABILEr0 COKpalleHus. B ciiydasx, COOTBETCTBYIOLIUX MTOC/IeqHEMY KpuTeputo, AB Giokana
IT crenenn Tunm Mo6wu I1 orpannuuBaercs cucremoit ['uca-Ilypkunne (35% ciiydaeB Ha ypoBHE
nyuka ['uca u 65% — B nucransHol yactu cuctemsl [ uca-Ilypkunne). AB 6mokana Il crenenu B
AB y371e umeer OTHOCUTENBHO OJaronpusaTHOE T€YEHHUE U HE BEIET K BHE3AIMHON aCUCTOJINH.
Cornacno obmenpunaromy MEeHUI0, AB 01okana I ctenenu B cucreme ['uc-Ilypkunbse gacto
MIPOTPECCUPYET B CTOPOHY MOJTHOW aTPUOBEHTPUKYIISIPHON OJIOKaIbI U MPUCTYIIOB Mopranbu-
Anamca-Crokca.

ITpu AB Gnokane 11 crenenu (monHast AB Onokana) HapylieHHe IPOBEACHUS JIOKAIU3yeTCs B
AB y3ne B 16-25% cnyuaes, myuke ['nca B 14-20%, Hokkax nyuka ['nca B 56-68% ciyuaes.
[Tonnast AB 6110kaza MOXeT ObITh, KaK BpOKIEHHOM, Tak U IpuodpeTeHHON. Bpoxnennas AB
0s10Ka1a 00yCIIOBIeHA HATMUKMEM aHTuTeN Kiacca anT- 48 KD SS-B/La, antu- 52 kD SS-A/Ro,
u anT-60 KD SS-A/Ro y matepeii. [Tocne mpoxosxaeHust 4Yepe3 IIaleHTy MaTepUHCKUE
ayroaHTurena kinacca aHTu-SSA/Ro u antu-SSB/La, nepekpectHo pearupytot ¢ L tunamu
KaJIbI[MEBBIX KaHAJIOB B KJIETKaxX cepAlla y IJI0/1a, BCIEICTBUE

Yero BO3HHMKAET 3aMeJJICHHE aTPUOBEHTPUKYISIpHOM nmpoBoauMoctu (AB Gnokana I crenenn).
JlnurenbHble HapylleHUs: TOMEOocTa3a KajbIUs B KJIETKaxX ceplua y Iuioja Mo BIUSHUEM
MIPOJIOJDKAFOIIET0 BO3IECHCTBHS MAaTEPHHCKHMX ayTOaHTHTEN Kiacca aHTH-SSA/Ro u antu-SSB/La
MOTYT MPUBECTH K aKTUBAIMHN aroNTo3a KJIETOK AMOITO3 HE aCCOLIMUPYETCS C BOCIAJICHUEM,
TaK KaK KJIETKH IpH aronTo3e He Ha0yXaroT U He pa3pyllaloTcs 0 MOTJIOMEHUS UX
Makpodaramu, OJJHaKO, OTICOHU3UPOBAHHBIN (AroUTO3 KIETOK MPUBOAUT K CHHTE3Y
IPOTHBOBOCTIATMTEIBHBIX IIATOKUHOB (MHTEPICHKHHOB - | , MHTEPICUKHOB — 6, MHTEPICHKHHOB
-8 , hakTOpa HEKpO3a OMyXoJiel U Ap.), KOTOPhIE BMECTE C aHTUTEIaMH Kjacca aHTH-SSA/Ro u
aHTu-SSB/La u akTuBaImeil CHCTEMbl KOMIUIEMEHTa T€HEPUPYIOT YCTOHUUBYIO
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BOCTIAJIUTENIBHYIO PEAKIIMIO B CEpIIe IUI0Aa, B KOHEYHOM MTOTe K HEOOpaTuMoOMy
MOBPEXCHUIO U PA3BUTHUIO TIOJTHOM aTpUOBEHTPHUKYIISIPHON Os1oKaabl Bo3HUKHOBEHHE
BPOXKICHHOU TOJTHOM AB 0G10KaIbl TOKyMEHTHUPYETCS He paHee 16-i Helenu recTanuu.
AHTHTENA MPOAOIDKAIOT 0OHAPYKUBATHCS B KPOBH HOBOPOXKAEHHOTO 10 3 Mecslla )KU3HH.
«CKpBITOE» HOCUTEIBCTBO AHTUTEI BCTPEUAETCS B CpeiHEM Y 1% KEHILUH, a IpeicKa3yeMblil
YpOBEHB pokIeHUs peOeHka ¢ moimHoi AB Gi1okanoit Bo MHOTO pa3 HIKe. BeposTHo, Ha
BO3HUKHOBEHUE ayTOMMMYHHOTO ITOPAKEHUSI aTPUOBEHTPUKYIISIPHOTO COEUHEHUS BIIUSAET
BennurHa TUTpa anTuten (1:16 u Beime). [lpu Hanwuuu aHTHTEN Kiacca aHTU-SS-A/Ro u aHTH
SS-B/La anTuten y matepu u BpoKJIeHHOHU moyiHOH AB 0nokaza y pebeHka ycTaHOBIICHA
accoruanus co ciuenyromumu HLA rammotunamu: Al, B§, DR3, MB2 u MT2. Takue HLA
rarmotunsl kKak DR2, MB1/MT1 - xapakTepHBbI JUIs MaTepei ¢ MOJI0KUTEIbHBIM TUTPOM
AHTHUTEI U JieTelt 06e3 BpoXkIeHHOM moyiHoi AB Onokanbl. [Ipyrue gakTopsl pucka, KOTOpbIe
MOTYT OKa3bIBaTh BIUSHIE HA PA3BUTHE BPOXKICHHOW MOJTHON aTpHOBEHTPHUKYIISIPHOW OJIOKA IBI
y IJI0Aa SIBJISIIOTCSI BO3PAcT MaTepH, 3MMHUI CE€30H, MOBBIIIEHHAs HH()UITMIPOBAHHOCTD MaTEePH

BO BpeMsi OepeMEHHOCTH, HU3KUH ypoBeHb Butamuna D [1,2,3,5,7,8,10,12].

1.3 DnuaeMuoJ0rus

AB 6nokana I ctenenn MoxeT BcTpedaThes Ha anekTpokapauorpamme (OKI) y 3mopoBeIx gereit
ot 0,6 10 8% ciyuaeB. Y neTeil ¢ HOpManibHBIM CUHYCOBBIM PUTMOM TPaH3UTOPHOE YBEIUUYEHUE
uHTepBana PQ BcTpevaercsa y muaamux gereit B 5% cinyyaeB u B 15% y crapuux nereil, B
OCHOBHOM B HOYHOE BpeMmsl. bosiee Bricokas yacToTa BeisiBiIcHHS AB Onokanel | ctenenn
OTMEYAETCsl Y TPEHUPOBAHHBIX CIIOPTCMEHOB - 8,7%. YactoTa BoisiBnienus AB Omokaser [
CTENEHHU y JIeTell Mpu MPOBEAEHUH XOJITEPOBCKOIO0 MOHUTOPUPOBAHMSI ropa3/io Bbiie - 10 10-
22%. Yactora AB 6mokanst Il crenenn cocrasiser 0,003% B momyssituu. JlocTaToOuHO BBICOKAs
pactipoctpanéHHOCTb (2,4%) AB 6nokansr I crenenu Tun MoOwur [ ormeuaercs y
TPEHUPOBAHHBIX CIIOPTCMEHOB, Npoxoadumx pyruHHyto DKI'. Cpengnss yactoTa BpoKIeHHON
nosiHoit AB Grokanel coctasisier 1 Ha 22 000 HOBOPOXKIEHHBIX U KoJieOsieTcs B Ipezesnax ot 1
Ha 25000 mo 1 na 15000. Yacrota pazsutust AB Onokan nmocie Xupypruueckoi KoppeKun
BPOKJCHHBIX TIOPOKOB cep/ua coctanisieT oT 1 10 17%, 4To 3aBUCUT OT aHATOMUU MOPOKa U
BU/Ia BBIITOJIHEHHOTO KapIMOXUPYPruYecKoro Bmemarenberaa [2,3,9,15].

1.4 Konuposanue no MKBE-10

| 44.0 — IpencepaHo-KeayI09KOBas 0JIoKaja mepBoit crernenu (AB Ookana I crenenn)

| 44.1 - TIpencepaHo-kemyn0uKOBas 0J0Kaga BTOPOH CTENEHHU (aTpUOBEHTPUKYIISIpHAS OJI0Kasa,
turn | u 1 bnokaga Mo6uma, tum [ u 11 briokana Bropoii crenenu, tun I u 11 brokaga
Benkebaxa)

| 44.2 - TIpencepano-xenynoukoBas 0okanaa moiaHas (mmoyiHas 0yokana cepaia, omokazma 11
CTEIEHN)
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| 44.3 - JIpyras u HEyTOUHEHHas! MIpeICepIHO-KETYA0UKOBask 6JI0Ka1a (AaTpPUOBEHTPHUKYJIISIpHAS
0J10Ka1a)

IIpuMephl JHMarHo30B

Ampuosenmpuxynsipuas oaoxada Il cmenenu.
Bpooicoénnuiii nopox cepoya. Koppueupoeanuas mpancno3uyus MazucmpaibHblxX
cocy008. Ampuosenmpuxynsapuas oaoxada Il cmenenu.

1.5 Knaccudukanus

B 3aBucumocTu ot crenenn Hapymenus AB npoBoaumoctu 3 creneHu AB Ookabl:

ATpHOBEHTPHUKYJIsIpHaA 0Ji0kana I crenenn

ATpuoBeHTpHUKYJIsipHas 010kaga 11 cremenn Mooun I ¢ nepuogamu CamoiisioBa-
Benkebaxa

ATpuoBeHTpUKYJIsipHasn 010kana Il crenenu Mooun 11

ATpuoBeHTpuKYJIsipHasi 6;10kana III crenenn [3]

2. JImarnocTuka

2.1 ’Kaao0bl M aHAMHE3

Cnexmp kauHudeckux npossieHuil AB 61oxkaosl wupok u eéapvupyem om noaHo020 OMCYmMCcmeus
CUMNMOMO8 00 pa36UmMusl CepOed Ol HeOOCMAaMmoOYHOCMU, CUHKONANbHBIX COCMOSAHUU U
BHE3ANHOU CMepmU.

Cpeou naubonee uacmo 6CmpedarOuuxcs Hcanoo:

O CHUdCEeHUe MOJEePAHMHOCIU K PU3UUEeCKUM HA2PY3KAM (00blUKa NpU Hazpy3Ke),
O 201080KPYIICEHUS,

o nomepu CO3HaHU:s (CuHKOI’lClJZbele COcmOﬂHu}l).

Ilpu ananuze anammesa oCHOBHOe 3HAUEHUE NPUOAEMCS BbIACHEHUIO 0OCMOAMENbCME
obHapyoiceHus AB 6noxaowi: cnyuaiino npu oucnancepuzayuu, Ha Goxe pazsumus 0CMpo2o
B0CNANUMENbHOCO NpoYeccd, Npu 00C1e008aHUU NO NOBOOY XPOHUUECKOU NAMOoL02uU U m.o.
TwamenvHblil aHATU3 AHAMHECIMUYECKUX OAHHBIX UMeem 0OHO U3 NepP8OCMeNneHHbIX 3HAYeHUll 6
onpedeneHuu npuduHvl passumus AB 6noxaowt [2].

2.2 PusukajabHoe 00cae10BAHHE

o [lpu npoBeaeHnH cTaHAAPTHOTO KIMHUYECKOTO OCMOTpa clieAyeT 00paTuTh ocoboe
BHHUMaHUE U3MEPEHHE POCTa U MACChI TeJla, TEMIEPATyphl Tela, YACTOThI JbIXaHUS U
qacToThl cepeunbIx cokpaienni (UCC), n3Mepenune apTepuaibHOro AaBiaeHus [2].

YpoBeHb yOeqUTEJIbHOCTH peKOMeHAanui 2 (YPOBEHb 10CTOBEPHOCTH I0KA3aTeJbCTB — A).
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KommenTapuu: AB 610kaoa I cmenenu mosicem scmpeuamuvcs y 300poguix demell. JJokazano,
umo AB 6nokada I cmenenu He npusooum Kk 00CMoOBEPHOMY YeeaudeHuro kamep cepoya. AB
onokaoa I cmenenu npomexarom b6eccumnmomuo, 00Haxo, oemu ¢ AB oroxadou I cmenenu, y
Komopwix onumenvHocms unmepeana PQ (R) om 240 mc u 6onee, Hyscoaromesi 8 HAOI00EeHUU C
Yenblo KOHMPOs HAO B03MONCHBIM NPOSPECCUPOS8aAnUeM cmeneHu 0J10KaAobl.

Knunuueckue nposenenus 3abonesanus y oemeii ¢ AB onokaoa II-111 cmenenu 3asucsam om
BEUYUHBL NAY3 PUMMA, UCXOOHOU YACMOMbL CePOEUHO20 PUMMA ULU AKIMUBHOCMU
eemepomontozo pumma. Ilpu 6He3anHO BO3HUKAIOWUX NAY3AX PUMMA 8ETUK PUCK PA3GUMUSL
CUHKONANbHLIX cocmosiHuil. Tlosienenue cumMnmomos cepoeurol HedOCMamoYHOCMU 3a8UCUM OM
B03MOJACHOCMU 0OeCneyUmb a0eK8amHulll MemadoaIuyecKum nompeOHOCMAM MUHYMHbIU 00bem
KPOBOOOpaUeHUs, 8eIUUUHA KOMOPO2O 3A8UCUM OM YACMOMbL CePOEUHbIX COKPAUWEHUL U
YOapHo2o 0bvema 1e6020 JHceryoouKa. Y demeti cmapuie2o 03pacma, HeCMOMPsL HA CHUJCEHUe
YCC, munymuwiti 06vem Kpogoobpaujeruss n000epHCUBAeCs yeeauteHuem yoapHo2o oovema, 8
OCHOB€E Ue20 JIedHCUm Hapacmanue npu 6paouKapouU KOHEYH020 OUACMOIUYECKO20 Pasmepa
71e6020 dcenyoouka. Taxum 0Opazom, noseieHuem CUMIIMOMO8 CEPOSHUHOU HedOCMAamMOYHOCMU
6yodem 3asucems 16O OM YPOGHA UCXOOHOU OPAOUKAPOUU U/UTU OMCYMCINBUS A0EKBATNHO20

npupocma YCC npu nazpyske, a maxdice om COKpamumenbHou QYHKYUU 1e8020 JHceslyO0UKd.

Oc06020 6HUMAHUSL 8 IMOU CEA3U 3ACTYHCUBAIOM NILOObL C OUACHOCMUPOBAHHOU AB 610Ka00U.
IIpeouxmopamu pazeumus B0OAHKU NI0OA U €20 2ubenu A6IAIOMCA YACOMA COKPAUeHUs
JHceny0ouKos menee 55 6 munymy, a npeocepouii menee 120 6 munymy. [1100wvt ¢ noanoii AB
O10KadoU U cmpyKmypHou aHomanueu cepoya umerom kax munumym 50% puck
BHYMPUYMpPOoOHOU Unu nepunamanviou eubenu. Cpedu HOBOPOHCOEHHBIX C U0IUPOBAHHOU AB
onokaoou noumu 90% acumnmommusl u UMEOM HOPMALLHYIO QYHKYUIO 16020 dHcenyoouka. K
Gaxmopam pucka nebraconpuamnozo ucxooa AB 610Kadvl y HOBOPOIHCOEHHBIX U Oemell paHHe20
8o3pacma ciedyem OmHecmu: Yacmoma COKpAweHull Hcery0ouKos menee 55 yoapos 6 MUHymy,
3amewarowuti pUmm ¢ WUPOKUMU HCETYOOUKOBLIMU KOMNIEKCAMU, HATUYUE HCETYOOUKOBOU
9KMONUU, UL BbICOKASL YACMOMAa cokpaujeHus npeocepouti (bonee 140 ¢ murnymy).

Ipucmynvi nomepu cosnanus (cunopom Mopeanvu-Aoamca-Cmoxca) A6110Mcst Camvim
BbIPANCEHHBIM KIUHUYECKUM nposeieHuem AB onokaodwl I1-111 cmenenu. [lpuuunou nomepu
CO3HAHUS ABNAIOMCS ONUMEbHBLE NEPUOObL ACUCTNOTUU HCETYOOUKO8, M. €. NePUObl
omcymcmeusi 3¢pheKmusHvIX COKpaueHUl Hceayo0ouKos, 603HUKAlouue 8 pe3yivmame nepexood
AB 6noxaovl Il cmenenu 6 noanyro AB 6aoxady, koeda ewe He Hayan QYHKYUOHUPOBAMb HOBbLU
9IKMONUYECKULL B0OUMETL PUMMA HCETYOOUKO8, DACHOJIOHNCEHHDIL HUMHCE YPOBHS ON0KAObL.
Acucmonus sceny00uKo8 Moxicem pazumsvcs U npu pe3Kom yeHemeHuu agmomamusma
axmonuyeckux yeumpos Il u Il nopsoxa npu b6noxade Il cmenenu. Haxoney, npuuunou
ACUCMONIUU MO2YM CILYHCUMb MpenemaHnue Uiy QuopULIAYUs HceryO00uKo8, 4acmo
Haobarooarowuecs npu noaHou AB 6noxade. Taxum obpazom, pazsumue CUHOPOMA CEA3AHO C
2UNOKcuUel M032a 8 pe3ylbmame peoKko20 pumma COKPaujeHusi H#ceny00yKko8 Uil e2o
omcymcmaeus.
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IIpooonxcumensrocms npUcmynos Ha ghone Hceay00uK08oU ACUCIONUY 3HAYUMETbHO MeHbULe,
yem npu maxucucmonuu. Ilpu s#eny0ouko8ou acucmonuy npucmynsl 03HUKAIOM 6HE3ANHO,
NOIHASL nomeps CO3HaHUs Habavoaemcs cnycms 5-10 cekyno nocie ucue3HogeHus nyibed.
Ipucmynul, conpogodcoarowuecs acucmonuel HeeiryoouKos, 0ObIYHO BO3ZHUKAIOM NPU nepexooe
OM HOPMAILHO20 pumma K medienHomy (puc. 1). Hanpomus, cunepounamuyeckas ¢popma
NPUCMYNA, pazeueaemcs, KaK npasuilo, Ha (hone MeoeHHO20 OCHOBHO20 PUMMA, NPEPblBaAemMo20
IKCMPACUCMONAMU U OPY2UMU HaAPYWeHUAMU pumma (puc. 2). Meonenuwviti pumm, Kpome moeo,
6edem K XpOHUUECKOMY KUCTOPOOHOMY 20100AHUI0 MKAHEl, Ymo Modcem euje boee
CcnocooCcmeosams 603HUKHOBEHUIO HEKOOPOUHUPOBAHHOU HCEYOOUKOBOU AKMUBHOCTI.

19:18:00 4/ M/ SN MY e |G \&/NVWA*\,M-\‘/M‘VWW‘L/‘“
19:18:15 1,/“1/“4'/ Wﬂr wwxwfwx———bﬂj
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19:19:00 :/\“L—-'P""‘ e “"“»./A’}LL’ M/\*J\VWW\W
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Y e TV SR S SV S AN D Ry R
19:19:45 4 SN, S A A

Naysa N-N 8280 eex X L 25wmon2012 19:18:37 bl B 16 cond el

Puc. 1 — Dnekrpokapauorpamma. [1ay3sr cepreunoro putma 6568 mMcek u 8296 Mcek y peOeHKa
13 et ¢ arpuoBeHTpUKYIIsIpHOU Ostokazs! [-111 crenenu. 3anmuch B MOHUTOPHBIX OTBEICHUSX
npu cyTo4yHoM MoHuTOpupoBaHuu OKI'.
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Puc. 2 — DnexkrpokapauorpaMma. 3aii KeITyA04KOBOM Taxukapauu Ha (poHe moTHON
aTPUOBEHTPUKYIAPHOH OJ0Kabl y peOeHKa B Bozpacte 1 mec. 3anich B MOHUTOPHBIX
OTBEJICHUSX IIPU CYyTOUHOM MOHUTOpupoBaHuu JKI'

Taxum obpazom, npu npocHO3UpPo8aHuU mederus noiHou AB 610kadvl u puckos, ceA3aHHbIX C
Hell, uMeem 3HaueHue: onpeoeieHue 2eHe3a DJ10Kaovl, BbIAGNIEHIUE BPEMEHU 603HUKHOBEHUS U
cmenenu npozpeccuposanusi AB 610kaodvl, Hanuuue KIUHUYeCKUx nposeieHutl, 8Ka4as CUHOpOM
Mopeanvu-Adamca-Cmoxkca. Hanuuue npucmynos nomepu cosnanus y nayuenmos ¢ AB
O10Ka001L s1615eMCst NPeOUKmMopos8 sHezanHoul cepoeyrnou cmepmu [2,3,4,9,10,12,14,15].

2.3 JIaGopaTopHasi AMarHOCTHKA

o Pexomenayercs obcneoBanre peGEHKA U MaTeEPH Ha HOCHTEIBCTBO aHTUTEN Kilacca
antu SS—A/Ro u antu SS-B/La [5,6,7,9].

YpoBeHb yoequTeJIbHOCTH peKOMeHAanuii 2 (YPOBEHb JOCTOBEPHOCTH JI0KA3aTEIIbCTB — A).

KommenTapuu: /lpu svisignenuu AB 610xkadvl y niooa u/unu npu vlsasienuu 010Kadvl nocie
DpodicOenuUst pebeHKa 6 medenue nepeoco 200a HCU3HU, NAYUEHM U e20 Mamb 00C1e0VIOmcs Ha
Hocumenvbcmeo awmumen kiacca awmu SS—A/Ro u aumu SS—B/La. B nacmosiwee épems 011
BbIAGILEHUSL MAMEPUHCKUX AHMUMen K pacmeopumuvim sioepuvim anmueenam 48-KD SSB/La, 52-
KD SSA/Ro, u 60-KD SSA/Ro ucnonv3yemcsi Memoo KoIu4ecmeeHH020 aHaIu3a paouoiueamo,
Ymo no360.Jsem onpederums Haaudue anmumen kuacca anti-SSA/Ro u anti-SSB/La oaice y mex
mamepetl, y KOMOopblX paHbuie Onpeoesiucy OmpuyamenbHovle pe3yabmamol. Yuumoleas

Mo, Ymo 0OHAPYIHCEHHbIE 80 8PEMSL UCCIe008AHUS MAMEPUHCKUE AYMOanmumend Kiacca aumu-
SSA/Ro u anmu-SSB/La ocmaromcs nos’cusneHHO 8 CblOpOmMKax mamepei, mo ux onpeoeieHue,
8He 3A8UCUMOCU ON CPOKO8 BbIABILEHUSL NOTHOU AMPUOBEHMPUKYIAPHOU O10KAObL, NO360JI5em
onpeoenums NPocHO3 3a001e8anuUsl U NOOMEEPOUMb BPOHCOCHHBIU XapaKkmep OaHHO20
HapyuleHus cepoeyHoco pumma.

e Pexomenmyercs OMOXUMHYECKHI aHATH3 KPOBH C OLIEHKOW YPOBHS SJIEKTPOJIUTOB U
MepKEPOB NMOBpeXkAeHN MUOKapaa (kpeatnunpocpokunza-MB ¢dpakuus, TpononuH I,
OENOKCBA3BIBAIOIINE YKUPHBIE KHCIOTHI, TAaKTaTAeruaAporenasa) [2,3,10,12,14].

YpoBeHb yoequTeJIbHOCTH peKOMeHAaluii 2 (YPOBEHb JOCTOBEPHOCTH JIOKA3aTEIIbCTB — A).

KommenTapum: svinonnsemces y nayuenmog ¢ AB dnoxadamu 0ns ucknioueHus 31eKmpoiumnblx
HapyuieHutl (cunepkanuemus i SUnepralbyuemus) U oyeHKu CmeneHu no8peHcOeHUs MUoKapod.

o Pexomennyercs nposeeHne GaKTEPHUOIOIrHUECKOTO aHATIN3
U/WIM UIMMYHO(EPMEHTHOTO aHAIM3a W/UIIM AUarHOCTUKH C HCIIOJIb30BaHUEM
nosuMepasHouenHoi peakuuu (I1LP) [2,3,10,12,14].

YpoBeHb yOeaUuTEIbHOCTH peKoMeHaanuii 2 (YpoBeHb JOCTOBEPHOCTH JIOKA3aTENbCTB — A).
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KoMMeHTapuu: guinoamsemcs ¢ yenvio sepuguxayuu 6030youmelisi 6eposmHo20 mexkyue2o
uHgekyuoHHo20 npoyecca (A0eHo8UPyCyl, Nap8osUPycsyl, supyc Inwmetina-bapp, supycvl kopu
U KPACHYXU, YUMOME2AI08UPYC, 2EPNECBUPYCDL, BUPYC UMMYHOOepuyuma yenosexda,
CMApUIOKOKKU, CMPEenmMOKOKKY, bakxmepuu oughmepuu, Kieueeo2o 3Hyepaiuma,

oonesnu Jlatima).

e PexomeHyeTcs MUMMYHOJIOTHYECKOE UCCIIEOBAHKE 10 OMPEICTICHUIO YPOBHS
crenupUIECKUX aHTUTEI K aHTUTeHAM TIPOBOJISIIEH CHCTEMBI Cep/la, KapAHOMHUOIIUTAM
(anTHUOpUILISIPHBIE, aHTUCAPKOJIEMMHbBIE U AaHTUHYKJICAPHbIE aHTUTENA).

YpoBeHb yoeTUTEJIbHOCTH peKOMeHAaluii 2 (YPOBEHb JOCTOBEPHOCTH JIOKA3aTEIIbCTB — A).

KomMmenTapum: evinoinsemcs 0ns OUACHOCMUKU AYMOUMMYHHO20 KOMHOHEHMA NOBPEHNCOCHUS.
nposoosiuell cucmemvl cepoya. llpumensiomcesi u opyaue Memoovl OUACHOCMUKU, HANPAGIEHHbLE
HA 8blAGIEHUE NOMEHYUANbHOU NpuduHbl pazsumus AB b61okaosl (mabn. 1), exnouas

MONEKYIAPHO-2eHemudeckuil u xpomocomuwiti ananusz [2,10,12,15].

2.4 UacTpyMeHTaAIbLHAS JTHATHOCTHKA

e Pexomennyertcs nposenenne DKI [3,10,12,15].

YpoBeHns yoeauTeabHOCTH pekoMeHaanuii 1 (ypoBeHb JOCTOBEPHOCTH JI0KA3aTENbCTB — A).
KommenTapuu: Kpumepuu ouacnocmux AB 6noxaodvl no oannvim IKI ([Ipunosicenue I'l):

AB I cmenenu ouaecnocmupyemcs npu yeeauuenuu unmepsana PQ (R) cevle: y oemeti om () 0o
2 nem — 0,15 cex; y oemeii om 3 0o 10 nem — 0,16 cex; y oemeti om 11 0o 15 nem — 0,18 cex; y
Odemeti cmaputeco sozpacma u e3pocivix —0,19-0,20 cex. IIpu AB 6noxade I cmenenu 6ce 3y0ybi
P «nposoosmcsay k scenyooukam npu noOCmMosHHOM, HO npooHeuposannom unmepsaie PQ (R).

Cpeou AB 6noxao I cmenenu paznuvuaiom:

- y3108)y10 hopmy AB 610xadsl [ cmenenu — ko2da ysenudenue npoooaNCUmenbHOCmu
unmepeana PQ (R) 3a cuem ysenuuenus epemenu ampuoseHmpuryiapHOU 3a0epiHCKU, Npu SMOoM,

¢opma u npooondcumensnocms unmepgana QRS ne mensemcs,
- npedceponyio popmy AB 6nokaowvl I cmenenu — pecucmpupyemcs pacuiupenue 3yoya P;

Cywecmeyem HeckobKo 31eKmpoxapouozpaguueckux sapuanmos AB 6nokaowvl Il cmenenu:
mun Moouy I,mun Moobuy I1

AB 6nokaoa Il cmenenu mun Mobuy I, unu 6noxaoa Camotinosa—Benkebaxa,
xapaxkmepusupyemcs npozpeccupyrouum yorunenuem unmepegana PQ (R) na OKI ¢
HOCAEOVIOWUM BbINAOEHUEM AHCETYO0UK08020 Komniexca. Ilpu smom cknadvigaemcs
3axoHomepHocms. unmepsan PQ (R) neped gvinadenuem (neped OIuHHOU NAy301i) 0KA3b18Aemcs
npooonicumenvree unmepsaia PQ (R) nocne svinadenus komniexca QRS (cpasy nocne onunHou
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nayswi). Kenyooukogvle KOMNIEKCHI, KAK NPABUIO, UMEIOM HOPMATLHYIO (POPMY, MAK KAK
CUHXPOHHOCMb 8030YHCOCHUS IHCENYOOUKO8 He HAPYULAeM .

Ilpu AB 6nokaoe Il cmenenu mun Mobuy II evinadenue omoenbHbix HCelyO0UKOBbIX
COKpawjeHutl He CONPOBOAHCOAemcsi NOCMeneHHbIM YonuneHuem unmepsana PQ (R), komopwiii
ocmaemcsi NOCMOSHHBIM, M.e. He USMEHAIOWUMCS O YUKIA K YUKTY (HOPMATbHbIM UL
VONUHeHHbIM). Bvinaoenue siceny0ouxosuix KOMNIEKCO8 MONCEM UMEMb ONPEOETICHHYIO
3aKOHOMEpPHOCMb, HO Yauje 8ce20 Ovigaem 6ecnopsa0OUHbIM. [JaHHbIL MUN HapYULeHUs]
nposedenus 8 AB coeounenuu 0o6ycnosnen oucmanvbHuvimM nopaxdcenuem npogoosujeli CUCmMeMbl.

Ooun u3z sapuanmos AB 610kaovl I cmenenu nonyyun nazeanue AB 6nokaowl I evicokoii
cmenetu, mak Kax, Cmenenb HapyueHus ampuo8eHmMpPUKYJIAPHOU NPOBOOUMOCMU NPU IMOT
O10KA0e 3HAYUMENbHO BblULe, YMO NPUBOOUN K YACTNOM) 8bINAOEHUI0 KOMNIEKCO8 UNU
8bINAOEHUIO NOOPSO HECKOIbKUX IHCENYOOUKO8bIX Komnaekcos. Ilpu evicokoti cmenenu AB
O10Ka0 svinadarom 08a u Ooee JHceay0ouKo8vix Komniekcos (onoxada 3:1; 4:1 u m.o.). Ilpu
O0anHoM eapuanme 0J10KAO0bl PA3BUBACMCA PE3Kasl OPAOUKApOUs, Ymo modxcem Ovblmb NPUYUHOT
pazeumusi cunopoma Mopeanvu-Aoamca-Cmoxca.

Ilpu nonnoit AB 61oxade umnynscol uz npedcepoust NOJHOCMbIO HE NPOBOOSIMCSL K HCETLYOOUKAM.
Tloamomy npedcepoust u snenyo0ouKu COKpAwaromces He3agucumo opye om opyea, Kaxicovle 8
c8oem pumme: npedcepousi 8 bojee Hacmom, yauje 8ce2o 8 pe3yabmame UMNYIbCAYUU U3
CUHYCOB020 V371, A HCeNYOOUKU - 8 pumme AB coeounenus. Ilpu smom onpedensemcs 00801bHO
BLIPAICEHHASL HCEYOOUKOBAS OPAOUKAPOUSL, U PUMM JHCETYOOUKO8, KAK NPABUILO, PUSUOHBIIL.
Ecnu uacmoma npedcepOHbixX U H#ceny00uK08bIX COKpAWeHUll 00UHAK08d, MO OUAZHOCMUPOBAMb
noauyro AB 6nokady mooxcno npu orumenvrhou pecucmpayuu IKI, koeoa o3nukaem nepuoo
HecoOmeemcmaus npeocepOHbIX U HCEIYOOUKOBbIX COKPAUWEHUI.

e PexoMmenayeTcs mpoBeneHue cyrogHoro Mmouutopuposanus DKI' [3,10,12,15].

YpoBeHns yoeauTeabHOCTH pekoMeHaanuii 1 (ypoBeHb JOCTOBEPHOCTH JIOKA3aTENbCTB — A).

Kommentapum: Jannviii Memoo ucciedo8anus UCnoab3yemcs npu OUaeHOCmuKe npexooaujux
@opm AB b6rokaovl. Pezynomamut cymounozo monumopuposanus IKI' yuumeieatromes npu
onpeodenenHuy NOKA3aHull K UMRIAHMAYUuy d1eKmpoxkapouocmumynsmopa npu AB onroxaoax:
Hanuyue HceryO00UKo80U SKMONUU U 3aMeWaroye2o pumma ¢ WUPOKUMU JHCey00UKOEbIMU
KOMRJIleKcamu, nayz pumma oonee yem 6 3 paza npegvluiarowjue 6a308blii pUmM.

e Pexomennyercs npoBenenue sxokapauorpadpuu (OxoKI) [3,10,12,15].
YpoBenb yoeauTeJbHOCTH pekoMeHaanuii 1 (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeNIbCTB — A).

Kommenrapumu: [[ens npogedenuss 0anH020 UCCIe008AHUSA - IMO OUACHOCTNUKA NPUSHAKOS
apummozeHnHoul kapouomunamuu. [100 apummocenHou kapouomuonamueti NOOPa3yMe8arom
BMOPUUHYIO 00PAMUMYIO OUCEHYHKYUIO MUOKAPOA, NPOABIAIOWYIOCS Oulamayueti 6cex
noiocmetl, HAUUHAs ¢ NPeodCcePOHbIX Kamep, ¢ NOCAEOVIOWUM CHUNCEHUEM COKPAMUMENbHOLL
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CNOCOOHOCMU MUOKAPOA HCENYOOUKO8, 803HUKHOBEHUEM OMHOCUMENbHOU MUMPATLHOU
peaypaumayuu u pazeumuem 3acCmouHol cepoeyHol HedOCMAamo4HOCU.

e Pexomenayercs nmposeaenue GperanbHoi kuneTorpadpuu [4].

YpoBeHb yoeauTeJbHOCTH pekoMeHaanuii 1 (YpoBeHb J0CTOBEPHOCTH JT0Ka3aTebcTB — C).

KommenTapuu: [Ipumenenue pemanvrou kunemoxapouocpaghuu no3eosiem onpeoeiums
spemsi AB nposooumocmu y niooa u ouacHocmuposams ampuoseHmpuxyisapHyro onoxkaoy I
cmenenu. PemanvbHas KUHEMOKAPOUOcpaghus. Kax Memoo paHHel OUACHOCMUKY HAPYWeHUll
CepoOeyHo20 pumma y niood, npumeHsemcs edcenedenbro om 13 0o 24 nedenu bepemenHocmu.

o Pexomennoyercs mpoBeneHue peranpHor OxoKI™ [4].

YpoBeHb yoeauTe1bHOCTH pexoMeHaanuii 1 (ypoBeHb JOCTOBEPHOCTH J10ka3zaTenbeTB — C).

KommenTapuu: Bpooicoennas AB 6roxkada (nepsoil, 6mopoii iubo mpemeti cmeneti)
Hauboee 4acmo 0OHAPYHCUBAEMCS BHYMPUYIMPOOHO C NOMOUBIO

npeHamaivHou dxokapouozpaguu, om 16 0o 24 nedenv cecmayuonnozo ospacma. llpu
9XOKapoOUopaguu nPoBOOUMCs OYeHKA cevenus yepe3 CIMeHKU KHcenyo0ouKa u npeocepous 6 M-
peacume. Ilpuznaxamu nonnou AB b61oxkadwsl asnsaomces: pazodbujenue 6 COKpaweHuu npeocepouu
U JHCenYO0UYK08, HOPMATLHAS YACMOMA COKPAWEHUS NPe0cepOull U HU3KAS PUMMUYHAS )
arcenyoouxos. Cnedyem 3amemums, YmMo y niooa MOodcem U3HaAuaibHo Habarooamscs oaokaoa |
unu I cmenenu ¢ oanvHetiuum npoepeccuposanuem 00 noanou AB 610kadvl 6 meuenue
HeCKOIbKUX MeCAYes Yoice NOCae POHCOEHUS.

2.5 Nuast AMArHOCTHKA

JluddepeHnmanpHas AUarHOCTUKA.

Hupepenyusnvnviii ouacnos AB 6nroxkaowvl I cmenenu nysicHo ¢ IKMORUYECKOU npeoceponoil
maxukapoueit ¢ yonunenuem AB npoeooumocmu. 3annsi sSxmonuueckoi maxukapouu
Hauunalomces yepes sxcmpacucmonuro, YCC sviuie, yem vacmoma 0CHOBHO20 pUmMMma,
mopghonocus 3y6ya P sxmonuueckol maxukapouu omiudaemcs om mop@onocuu CUHyco8020
pumma, 3a1nsl 3aKAHYUBAIOMCS, KAK NPABUIL0, Yepe3 naysy pumma uiu yepes 610Kuposarue
CYNpageHmpuKyIAPHOL IKCMPACUCHONUU.

Hughgepenyuanvuwiii ouacnos AB 610kadvl ¢ G10KUPOCAHHAAOU CYRPAGEHMPUKYIAPHOIL
IKcmpacucmonuu. Hanuuue 610KUpo8anHou cynpagenmpuKyiapHou 3KCmMpacucmonuu uHo2oa
Modcem co30aseamy enedamJiienue, Ymo y nayueHma umeemcs Hapyuienue AB nposooumocmu u
Modicem 6bimb OUUOOUHO MO2Yym nocmasums ouazHo3 AB 6noxaoda Il cmenenu mun Moobuy I1
(2:1). Ha OKI u na cymounom monumopuposanuu K"y maxux 6016HbIX ommeuaomcs
yacmele CynpaseHmpuKyIsApHvle IKCMpacucmonst, mopgonocus 3yoya P omauuaemcsa om
cunycogozo 3yoya P. Cynpasenmpukynsapras sxcmpacucmonus moxcem ovims ¢ abeppayuel (c
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yuupenuem komniexca QRS) 6 eude 3annos (3-x u 6onee sxkcmpacucmon noopsid) SIKMONUYecKol
MAaxuKapouu.

Juggepenyusnvrwiii ouacrnos AB 6nokadvl ¢ AB ouccouuayuei. Xapakmepmwiii npuznax AB-
ouccoyuayuu - Yacmoma HceyO004Ko8blX COKpaujeHull evlute, wem npeoceponvix. AB
ouccoyuayus HAOIOAemMcs NPU BbIPANCEHHOU CUHYCOBOT (NPedcepOHOll) OpaouKapouu uiu
VCKOPEHHOM Y310860M pumme [2].

3. JIeuenue

Jleuenue nayuenmos c beccumnmomuou AB bnoxadoti ne mpedbyemcs. Hcknrouenue
COCMABIAIOM CIYYAU He0OX0OUMOCU NPOBEOEHUsL SIMUOMPONHOL, NAMOLEHEeMUUECKOU U
CUMNMOMAMUYECKol mepanuu 3a001e6anull, Cmasuiux npudunol pazeumus AB 6roxadwi. Ho
He3asucumMo om npudunsvl AB 610Kadbl, npu noseienuy CUMRIMOMO8, C83AHHbIX C

bpadukapoueti, nposooumcs xupypauieckoe neverue — umnianmayusn IKC.

3.1 KouncepBaTuBHOeE JieyeHHe

Jleuenue AB 610Kkaowl y niooa

o Pexomenyercs Ha3HAYEHHE TOPMOHAIIBHBIX PENAPATOB (IIIOKOKOPTHKOHUIbI-
Jexcamerason ™ - Dexamethazone ) [4,5,6,7,11].

(Cuna pexomeHanui — 2; T0CTOBEPHOCTH J10Ka3aTeNIbCTB — B)

Kommenrapum: /Ipenapam nasnauaemcs mamepu npu obuapyscenuu AB o610xadwvl y niooa, ne
CBA3AHHOU cO cmpyKmypHou namonozueti cepoya. Obviunas cymounas 003a 0Jisk npUéEmMa eHympb
pasna 0,002-0,004 2 (2-4 me), nocie nacmynienus mepanesmuyeckoeo sgpgexma 003y
noCmenenHo noHuxcarom, nodoepxcusaouas 0oza pasva 0,0005-0,0012 (0,5-1,0 me) 6 Oenw.
Hnesnyro 003y naznauaiom 6 2-3 npuema 60 8pemsi uu nocie eovl. /[numenvHocms mepanuu 00
3-x mecayes. [lpu mepanuu 210KOKOPMUKOUOAMU HEODXOOUMO OCYUIeCMEISANMb NOCTNOAHHBI

MOHUMOPpUH2 NOOOYHBIX I PeKmos om neueHus, KaK y mamepu, max uy niood.

o PexoMeHIyeTCs Ha3sHAUYEHUE CTHUMYJISATOPOB B-aJpeHEPrUuueCKUX PELENTOPOB
(CanmsbyTamon ™ - Salbutamol) [4].

(Cuna pexomeHmanuii — 2; J0CTOBEPHOCThH JI0KA3aTEIHCTB — A)

Kommenrapum: [Ipenapam nasnauaemcs mamepu npu 6visA61eHUU y niooda ¢ noiHou AB
0210Ka001l NPU3HAKOE 3ACMOUHOL CepOeYHOU HeOOCMAMOYHOCIU, d MAKICe NPU 4acmome
cepoeunblx cokpaujenuti menee 55 yoapoe 6 murymy. [Ipenapam npumensemcs 6Hympbo 8 003e
2-4 me 3-4 paza 6 cymxu. Joza noobupaemcst uHOUBUOYAIbHO 00 OOCMUICEHUS NPUEMIEMO
YACmMomul cepoeuHblX COKpaujeHull niooa. B cayuae omcymemeus s¢pghexma om mepanuu 60
usbesicanue BHympuympoOoHou 2ubenu niooa npoeooOUmcs pooopaspeuleHue Ha iobom cpoke
bepemeHnnocmu.
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Jleuenue AB 610Kadbl 6 NOCMHAMATLHOM HEPUOOe

o Pexomenayercs HazHaueHue 010KaTOpOB M—XOJIMHEPTUYECKUX PELIENITOPOB,
CTHUMYJISITOPOB B-aqpeHepruuecKux pernentopos [4].

(Cuna pexomenaanuii — 1; 710CTOBEpHOCTD J10KA3aTENbLCTB — B)

KommenTapuu: [/ens medukamenmo3sHot mepanuu - Kynupogaxue Kpumuieckou opaoukapouu
8 HEOMIIONCHBIX CUMYAYUsX 8 11000M 803pacme.

Hszonpenanun (Isoprenaline) - euympusennas ungysus co ckopocmso 0,025-2,0 me/xe/mun. Jloza
onpeoensemcs mpebyemovim d¢hchexkmom. M3onpenanun naznayaiom no %> mabremku 3-4 pasa 6
OeHvb. Tabaemky credyem Oepaicams NOO A3bIKOM, He NPo2iamuléas, 00 NOJHO20 PACCACHIBAHUSL.

Amponun cynogham ™ (Amponun cynopam) — npenapama 6600umcs 6 SKCMPEHHbIX CLYUASX
sHympueento 6 0oze 0,02-0,04 me/xe (munumanvuas pazosas 0o3a 0,1 me). JJoza moscem dvimo
88e0eHa NOBMOPHO KAJCOble 5 MUHYM 00 MAKCUMATbHOU 00well 003bl 1 me 'y demetl u 2 me y
nOOPOCMKO8.

o PexoMenayercs HazHaYEHHE TOPMOHANILHBIX IIPENAPATOB (IIFOKOKOPTUKOU/IbI-
Hekcamerason ™) [4,9].

(Cuna pekoMeHaanui — 2; 10CTOBEPHOCTh JI0KA3aTEIBCTB — B)

KommenrTapumn: /lpenapam naznavaemcs 6 omcymcmseuu cmpykmypHot Ramoao2uu cepoya.
Hexcamemason ™ (Dexamethazone) npumensemcs napenmepanvio 6 0ose 0,03-0,2 me/ke/cymku
6 meuenue 5 ouell. Llenb MeOukamenmozHou mepanuu - NOOABGLEHUE BOZMONCHOZO
gocnanumenvbHo20 npoyecca 6 mkanu AB y3na cpa3sy nocne poscoenus pedenka.

e Pexomennyercs nmpoBeaeHNE BPEMEHHOM 3JIEKTPOKAPANMOCTUMYIISIUH (UPECKOKHAS
KapJMOCTUMYJISILINSL, YCTAHOBKA BPEMEHHOW SHOKAPAHAIBHON CUCTEMBI
ANEKTpOKapaAnOCTUMYIIsIIum) [9,15].

(Cuna pexomeHanuii — 1; 10CTOBEPHOCTh JOKA3aTEIbCTB — A)

KommenTapun: Boinonnsemcs 6 ciyuae omcymcemeust 3Qpgexma om ucnonb3068anus.
O10Kamopoe M—xonunepauieckux peyenmopos u CUMNAMOMUMEMUKO8 NPu Haauyuu noaHou AB
O10KaA0bL U CUMNMOMHOU OpaOuKapouu (CUHKone, NPU3HAKU 3ACMOUHOU cepOedHOl
HeO00CmamoyHOCmU, NPU YACHOme CEPOUHbIX COKPAWEeHUll MeHee 55 Y0apos 6 MUHymy y
HOBOPOIICOEHHBIX Q0HCe 8 OMCYMCMBUU CUMNIMOMOS).

3.2 Xupyprudeckoe Jie4yeHue

e PekoMeHyeTcsl IpOBEICHHE MOCTOSHHOM 3JIEKTPOKAPAUOCTUMYJISIIAN TP CIIETYIOLTUX
KJIMHUYECKHUX MokazaHusix[9,15]:
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1. Bpoxxnennas AB 6mokana. DneKTpoKapIuOCTUMYIIALNS TTOKa3aHa A1l CUMIITOMHBIX H
ACUMIITOMHBIX TAIIUEHTOB C BBICOKOM CTEMEHBI0 WK MOTHON AB 6510Kanoi mpu HATUIuu

JTH000T0 U3 CIEAYIONINX YCIOBHIM:

-cUCTONINYeCcKasi AUCHYHKIMS CHCTEMHOTO KEITy104Ka,

-yAJIMHEHUE KOppUTrupoBaHHOTo HHTEepBana QT,

-)KeJyI09KOBast SKTOMHUSI (3KCTPACUCTOJIHSL, JKETYI0UKOBast TaXUKaAPpIus),

-3aMEeIAOIUN PUTM C IIUPOKUMH KEITYA0YKOBBIMUA KOMIUJIEKCaMH,

-pUTM XKenyoukoB MeHee 50 y1apoB B MUHYTY,

-may3bl puTMa 60Jiee 4eM B 3 pa3a mpeBbIIIaoIIre 0a30BbId PUTM.

YpoBeHns yoeauTeabHOCTH pekoMeHaanuii 1 (ypoBeHb JOCTOBEPHOCTH JToKa3zaTenbcTB — C).

2. [Mocneoneparmonnas AB 6okana I1 — I1I crenenn nepcuctupyromias B redenune 6omnee 10

IlHeﬁ IMOCJIC BBITOJHCHUA KapAUOXUPYPIrUICCKOro BMCIIATCIILCTBA.
YpoBeHb yoeauTeJIbHOCTH peKkoMeHaauuii 1 (ypoBeHb JOCTOBEPHOCTH JJ0Ka3aTelbCcTB —B).

3._Heiipomeiiieunsie 3a0oeBanus, acconuupoBannbie ¢ AB Oiokanoii 11 — III crenenu ¢
HaJIU4YHEM U 0€3 CUMIITOMOB.

YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii 1 (YpoBeHb JTOCTOBEPHOCTH JIOKA3aTebCTB —B).

4. TlocneonepaninoHHas MEPCUCTUPYIOIIAS aCHMIITOMHAs OudaciukysipHas 6y1okana (¢
HOpMaJIbHBIM WIH yBeln4yeHHbIM uHTepBajoM PQ(PR)) B couetanuu ¢ npexonsuieit nonnoit AB
0J10Ka oM.

YpoBeHb yoequTeJILHOCTH peKoMeHaauii 2 (YpOBEHb JJOCTOBEPHOCTH J10Ka3aTelbCTB —C).

KommenTapuu: /Jo oocmuscenus éeca 15 ke nposooumcs umniaumayus
INEKMPOKAPOUOCTUMYTIAMOPA C UCNOTbI0BAHUEM MOTbKO INUKAPOUATILHBIX INEKMPOOOS.
DHOOKApOUANbHASL UMNAAHMAYUS DTIEKMPOO08 OONYCIMUMA NO OOCMUICEHUU PEOEHKOM MACChl
mena pasHoti 15 ke. [lpu macce mena om 15 0o 19 ke umnianmupyemcs 00HOKaMepHas
aHOoKapouanvHas cucmema. Ilpu macce mena 20 ke u 6onree UMNIAHMUPYEMCS 08YXKAMEPHASL
9HOOKAPOUAILHAS CUCTEMA.

4. PeaOnnuranus

TIayuenmam ¢ AB 6nokadamu, umerowum noxasanus x umniaumayuu IKC, oondxcna
NPOBOOUMBCS NCUXOTI02UYECKAS PeaduIumayus 00 U nocie XUpypeuiecKkoeo jleyeHus.
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5. llpopuinakruka

S.1. lIpopunakruka

Yuumuvieas mom ¢ghaxm, umo 1% sncenwun A61310Mcst CKpbIMbIMU HOCUMENAMY AHMUMEN K1Acca
anmu SS-A/Ro u anmu SS-B/La, Heob6x00umo 6 nauane bepemeHHOCmuU onpedeisims Hanudue u
mump smux aumumen. OcobeHHO M0 aKMyaibHO 8 Cryuae podicoenus pebenka ¢ AB baoxadotl,
npeouecmaosaguieco OAHHOU bepemMeHHOCmL.

Ilpu pannem svisenenuu (¢ 16 Hedenru HympuympoOHo20 pa3eumus niood) poAHCOeHHOU
AYMOUMMYHHOU  AMPUOBEHMPUKYIAPHOU O10Kadbl I-1] cmenenu y nioda pekomeroo8aHo
HazHaueHue mamepu oexcamemasona 4me/cymiu ¢ 16 no 24 nedenu bepemennocmu,
edlceHedelbHoe NpuUMeHeHue niasmagepesa, 6HYmMpuUGeHHOe 88e0eHUE YETlOBEUECKO20

ummynoznooynuna G ooze 0,4me/xe/cymrku na 12, 15, 18, 21 u 24 nedene bepemennocmu

[4,5,6].

Hannoe neuenue cnocobcmeyem 60CCMAaHOBICHUI) CUHYCOB020 PUMMA, a Pe3yibmanmbl
KamamHecmuuecko2o Habio0eHus cauoemeibCmeayom 0o omcymcemsuu peyuousos
B03HUKHOBEHUSI AMPUOBCHMPUKYISIPHOU OIOKAObI NOCTIe 3A8ePUEHUs. KYPCA MEOUKAMEHMO3HOU

mepanuu.
T.0., 8 HabIIOOEHUU HYHCOAIOMCSL ODEPEMEHHBLE HCEHUUHDL:

o AenAOWuUecs Hocumenamu anmumen kiacca awmu SS-A/Ro u anmu SS-B/La,
o npu Hanuyuu AB 610kadwvl niooa.

IOxoKI nnooda evinonnsaomes kaxcovie 1-2 nedenu. OnmumanvHulil CpOK 015 pOOOpa3peuteHus
npu Hanuduu AB 6noxaodwt Il cmenenu y nnooa — 36-38 nedenv bepemennocmu. Ilpu
NIAHUPOBAHUU POO08 HeOOX0OUMO 8blOUPAMb MO NedeOHOe yupexcoeHue, KOmopoe
pacnonazaem 803MOACHOCMAMUY OKA3AHUSL KEATUDUYUPOBAHHOU NOMOUU HOBOPOHCOCHHOMY C

nonnoul AB 6noxaootl, sxkntouas 6ozmodxcnocms umnianmayuu SKC.
Benenune nmanmueHToB

B nHabniooenuu demckozo kapouonoza nyscoaromes nayuenmol ¢ AB onoxaoou II-111 cmenenu,
co cmotikoti AB 6noxaooii I cmenenu (aymoummyHHo20, ROCMMUOKAPOUMUYECKO20 UTU
MpABMAmMUecKko2o Xapakmepa) u nayueHmsl, umeguiue mpaHzumopnyio AB énoxaoy 111
cmenernu nocie xupypeuieckoti koppexkyuu BIIC 6 meuenue ne 6onee 7 oueii. [lepsuunas
20CNUMAnU3ayus 8 CHeYuaIU3UpOBAHHOE Kapouoiocuieckoe omoeieHue Céa3aHa ¢
OUACHOCTNUKOT NPUYUHBL PA3GUMUSL AMPUOBEHMPUKYIAPHOU OJI0KAObL U NPOBEOeHUe
IMUOMPONHO20 NedeHus. [IpodondcumenbHOCMyb 20CRUMATU3AYUU ONPeOeIemcsi OCHOBHbIM
3abonesanuem.

Hanvuetiwee ambynamopnoe Hab00eHue 6K0Yaem GblNOJIHEHUe CYMOUHO20
monumopuposanus IKI u yiempazgyko6020 ucciedo8anus cepoya ne pexce 00H020 pasa 200.
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Ilpu npoepeccuposanuu AB 610Kka0bl 8 X00€ OUHAMUYECKO20 HAOIIOOEHUs. U/UU NOSGTIeHUU
CUMNIMOMO8, C853AHHBIX ¢ Opadukapoueti (Ymomasemocms, 201080KpYHCeHUe, 0OMOPOKU)
BbINOTIHACCS 6HENIAHOB0€ 0DCIE008aAHUE 8 YCI0BUAX CIAYUOHAPA.

Tocnumanusayus ocywecmensiemcs 8 Cneyualusupo8aHHoe Kapouoio2uieckoe omoeenue
20pPOOCKOU/001aCMHOU/Pecny OIUKAHCKOU 0emcKol bonbHuybl. Llenv cocnumanuzayuu:
onpedenums Hanuyue noxasanuil k umnianmayuu IKC. I[Ipooondxcumenvrocms
20CNUMANU3AYUY ONPEOeIsIenCsl MAHCECMbIO COCMOAHUSA NAYUEHMA, HO He OO0JIJCHO NPesblulams
14 oueii. Ilpu nanuuuu noxazanuil xk umnianmayuu IKC nayuenm cocnumanusupyemcsi 6
KapOUOXUpypeUuuecKyro KIUHUKY, UMeowyio onvlm UMIIAHMAaYUY SNUKApOUdIbHbIX U
9HOOKAPOUAbHBIX CUCMEM INeKMpoKapouocmumynsayuu oemsm. IlpooonsxcumenvHocmo
20CNUMANU3AYUY NPU UMNIAHMAYUU SNUKAPOUATBHBIX CUCmeM 8 cpeoHem cocmasnsem [14-21

O0eHb, NpU UMNIAHMAayuU SHOoKapouailbhsix cucmem 10-14 owetl.

Tlayuenmvi ¢ umMnIGHMUPOBAHHBIM DIEKMPOKAPOUOCHUMYIAMOPOM HAONI00AOMCs Kaxcovle 6
Mecayes 6 meuenue 2004 NOCie UMHIAHMAYUY U 3ameM exce200HO0. B komniexc pe2ynsapnoeo
obcnedosanus exooum. oyenka napamempos IKC, KT, cymounoe monumopuposanue KT,
VIbMPA38YKOBOE UCCIe008aAHUE cepoyd, npoda ¢ 003UPOBAHHOU PUULECKOU HA2pY3KOU (npu
Hanuyuu nokasanuii). Cpoku Habarooenus u 00vEm HeobX00UM020 00CIO08AHUSL MONCEM
8apbuposams 3a001€6aHUs, CMasuieco NpUYUHoU paseumus AB 61okaodbl.

Bakyunayus

IIposedenue npogunaxmuueckux npusuU8oK NPOMUBONOKAZAHO OEMAM C AYIMOUMMYHHbIMU
gopmamu 6n10kao II-111 cmenenu unu npu nanuuuu AB 6noxaodwet II-111 cmenenu
ROCIMUOKAPOUMUYECKO20 2eHe3d 8 ocmpoll ¢hasze 3abonesanus. B ocmanvhvix ciyuasx
BO3MONCHOCHb BLINOIHEHUS BAKYUHAYUU ONPEOeIemcst HaIuduem 0eKOMNEeHCayul cepoedtoll

oeamenvrocmu. Hanuvue BKCy nayuesma He Aeiiemcst npomueonoKa3dhuem K 6aKyuHayuu.
Sanamus cnopmom

IIpu AB 6n0kaoe I unu Il cmenenu (Mobuy 1) u omcymemeuu cumnmomos, C8sa3aHHbIX C
@usuueckoii Hacpy3KoU, OONYCKAIOMCS 3AHAMUS BCeMU 8UOAMU CNOPMA

Ilpu AB 6n0kaoe Il cmenenu (Moouy I1) unu Il cmenenu 3anHamuu cnopmom 0OnyCKaromcsi 8
OMCYMCMBUU CUMNIMOMO8, 3a00NIe8aAHULL cepoYa, HCelyO0UKOBOU apUmMMUU 8 meyeHue
@uzuueckoll Hazpy3Ku, U eciu Yacmoma COKPAujeHUll Hcery0oukos 6 nokoe > 40 6 munymy. B
OAHHOM CllyHae PeKOMEHOVIOMCsL 8UObL CHOPMA C HUSKUMU UTU CPEOHUMU OUHAMUYECKUMU U
Cmamuyeckumu HazpysKkamu: 6oyaune, 20ib@p, cmpenvoa, agmo2oHKU, KOHHbII CROpL,
MOMOCNOpM, 2UMHACIMUKA, KApams, 031000, NAPYCHbLI cnopm, cmpeivbda u3 iyKa, pexmosanue,
HACMOJIbHbIU MEeHHUC, MEHHUC (NApHbIIL pa3psio), 80ael00I, 1ecKas amiemura (NPoulicK),
@ueyprnoe kamanue, niasanue (cnpunm). Iayuenmor mo2ym umens OONOIHUMENbHbLE
02PAHUYEHUsL, CEA3AHHbLE C 3A00NeBAHUAMU, CMABWUMY NPUYUHOU passumusi AB 610kaob.
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Hayuenmam ¢ umnaanmuposannvim IKC paspewaromes 3aHamusam cnopmom npu ycioeuu
Hopmanvroeo yeenuuenus YCC na nazpy3Ky no 0anHuiM npod ¢ 003UPOBAHHOU Pu3UYeCcKOoll
HA2Py3KOLl, OMCYMCMEUU apummuii, HOpMAaibHOU COKpamumenvHol Qyukyus cepoya. Mozaym
ObIMb PEKOMEHO08AHbL 8UObI CHOPMA C HUSKUMU UTU CPEOHUMU OUHAMUYECKUMU U HUSKUMU
CMAamuyecKumMu Hazpy3Kamu, UCKII04as mpasmamuyHole: O0yIuHe, 201bgh), cmpenvba, cmpenvoa,
Gexmosanue, HACMOILHYLI MEHHUC, MEHHUC (napHblil pa3pso), eoaetibon [1].

6. I[OHOJIHHTEJ'[LHEIH I/IH(l)OpMaIII/Iﬂ, BJINAOIIIAA HA TECYCHUEC H UCXO0Q 3a00J1eBaHus

Hcxoanbl M IPOTrHO3

s nereii ¢ TpanzutopHoit AB 6sokanoii I crenenu nporuos 3aboseBanus OnaronpusaTHeIN. Ha
¢doHe neueHnss OCHOBHOTO 3a00JIeBaHMsl, KaK MPaBUIIO, TPOUCXOIUT BOCCTaHOBIeHHE AB
npoBeneHus. Crolikas AB Onokana I crenenu (ayToMMMyHHOTO, TOCTMUOKAPAUTUYECKOTO WITH
TpaBMaTHUYECKOTO XapaKkTepa) MoxKeT nporpeccupoBaTh B AB 6mokany II-1II ctenenu 3a cuet
HapacTaHus ¢pudpo3a b0 K3-3a arnonTo3a KIETOK MPOBOASIIEH cucTeMbl cepaua. s gerei ¢
AB 6nokanoii 11l crenenu 6e3 UMIIaHTAIIMK KapAHOCTUMYIISITOpA MPOTHO3 3a00JIeBaHNUs B
[[eJIOM HeOIaronpusTHBIH.

KpnTepIm OIIEHKH KAa4eCTBA MeAUIMHCKOM MOMOIIM

Ta6auna 1 - OpraHn3anmoHHO-TEXHUYECKHIE YCIOBUS OKa3aHUS MEAUIIMHCKON TOMOIIIH.

Bua MeTUIUHCKONH MMOMOIIH CHGHI/IaJ'H/BI/IpOBaHHa}I MCIHUIMHCKAasA ITIOMOIIb

Yci0BUSI OKa3aHUA CrannoHapHO / B JTHEBHOM CTal[MOHape/aMOyIaTOpHO
MeIMIMHCKOI MOMOIIH

MdopMa OKa3aHUA [[naHOBasi/HEOTIOXKHAS
MeIMUMHCKOI MOMOIIU

Tab6auna 2 - Kpurepuu kauecTBa oKkazaHusl MEAUIIMHCKON TOMOLIH

No Kpurepuii YpoBennb 'YpoBeHb
10CTOBEPHOCTH [y0eUTEeIbHOCTH
0KAa3aTeJbCTB [PeKOMeH Al Uil

1. BrinonHeHa 35eKTpokapauorpadus A 1

2. BBITOTHEHO CYTOYHOTO MOHUTOPHUPOBAHUS A 1
PIIEKTPOKAPAUOTPAMMBI

3. BrimonHeHa sxokapanorpadus A 1

4. BoinonHeH o01mMii aHanu3 KpOBU U A 2

OMOXMMHUYECKOTO O0IIeTepareBTHIECKOTO
aHaJIM3a KPOBU C OLIEHKON MapKEPOB
ITOBPCIKACHWA MHUOKapJaa
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BrirmorHeHO 0aKTepHOTOTHYECKUN aHaATTN3 A 2
/U UMMYHO(EPMEHTHBIN aHan3a W/ Wn
[11[P-mnarnocTuka ¢ 1eiapo Bepudukanum
BO3OYAMTENS TEKYIIEro HHPEKIIMOHHOTO
rporecca (aJeHOBUPYCHI, TAPBOBUPYCHI, BUPYC
OnmTeiina-bapp, BUpycbl KOpU U KPacHYXH,
[(MTOMETAJIOBUPYC, T€PIIECBUPYCHI, BUPYC
MMMYyHOJIE(UIIUTA YEIOBEKa, CTAPUIOKOKKH,
CTPENITOKOKKH, OaKTepuu AUPTEPHH,
KJeneBoro sHIedanura, 6onesnn Jlaiima)

BrironHeHo oOcieioBanne pebéHKa U MmaTepu  |A 2
Ha HOCHTEIBCTBO aHTUTEN KJlacca aHTH SS—
A/Ro u antu SS-B/La

BbIOTHEHO KIMMYHOJIOTHYECKOE A 2
MICCIIeTOBaHUE JIsl ONIPEICTICHUS YPOBHS
crien(prUIecKuX aHTUTEI K aHTUTEHaM
[TPOBOIAIICH CHCTEM Cepra, KapIHOMHUOITUTAM

BrInonHeHO Ha3HAYEHHE TOPMOHAIBHBIX B 2
pernapaToB (TIFOKOKOPTHKOUIbI-
excaMeTa3oH) (Mpy HATMYUU TIOKa3aHUul U
OTCYTCTBUH MEIUITMHCKUX
[TPOTHUBOIOAKA3aHUIN)

BBITIOJTHEHO Ha3HaueHne M—xonuHepruueckux (B 1
[PELIETITOPOB, CTUMYJISATOPHI 3-
aJpEHEPrUYECKUX PELENITOPOB IPY HATUYUHU
[MOKA3aHUN U OTCYTCTBUUU MEAUIIMHCKHUX
[TPOTUBOINOKA3aHUI

10.

BrirnonHeHa BpeMeHHas A 1
PIIEKTPOKAPAUOCTUMYIISIIIUS U UMILIAaHTALIUS
OKC npu Hanuuuu noka3aHus

Cnucok Jimreparypbl

no

AputMmuu cepama: MexaHu3Mbl, TMarHOCTHKA, jedeHne: Monorpadwus: B 3 1 (mox pe.
Mannena B.J[x. / nep. ¢ auri. — M. : Meaununa, 1996. — T. 2. — 464 c.

benozepor FO.M. [lerckas kapauonorus. — MEInpec-undopm, 2004 t -525¢

Eropos /1.®., AnpuanoB A.B. Jluarnoctuka u nedenue opagukapauu y nereid. — CII6. :
«Yemosek», 2008. — 320 c.

Bader R.S., Hornberger L.K., Huhta J.C. The perinatal cardiology handbook. 1st ed. —
Mosby, 2008. — 526 p.

Brucato A. Prevention of congenital heart block in children of SSA-positive mothers //
Rheumatology. — 2008. — Vol. 47, suppl 3. — P. 35-37.

Brucato A., Jonson A., Friedmen D. et al. Proposal for a new definition of congenital
complete atrioventricular block // Lupus. — 2003. — Vol. 12 (6). — P. 425-426.
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7. Clancy R.M., Kapur R.P., Buyon J.P. et al. Immunohistologic evidence pports apoptosis,
IgG deposition, and novel macrophage ,fibroblast crosstalk in the pathologic cascade
leading to congenital heart block // Arthritis Rheum 2004, 50:173-182

8. Edward P., Walsh J., Philip Saul et al. Cardiac arrhythmias in children and young adults
with congenital heart disease. — Lippricont Williams&Wilkins, 2001. — 516 p.

9. Josep Brugada, Nico Blom, Georgia Sarquella-Brugada. et al. Pharmacological and non-
pharmacological therapy for arrhythmias in the pediatric population: EHRA and AEPC-
Arrhythmia Working Group joint consensus statement // Europace.- 2013.- 15 (9).-
P.1337-1382.

10. Hung D. Allen et al. Moss and Adams. Heart disease in infants, children, and
adolescents: including the fetus and young adult. 7th ed. — Lippricont Williams&Wilkins,
2008. — Vol. 1. — 760 p.

11. Ostensen M., Khamashta M., Lockshin M. et al. Anti-inflammatory and
immunosuppressive drugs and reproduction // Arthritis Res. Ther. — 2006. — Vol. 8. — 209
p.

12. Park Myung K. Pediatric Cardiology for Practitioners. 6 th ed. — Philadelphia, PA :
Mosby Elsevier. — 2014. — 676 p.

13. Recommendations for competitive sports participation in athletes with cardiovascular
disease. A consensus document from the Study Group of Sports Cardiology of the
Working Group of Cardiac Reabilitation and Exercise Physiology and the Working
Group og Myocardial and Pericardial Disease of the European Society of Cardiology.
European Heaert Journal (2005), 26, 1422-1445.

14. Zeigler V.L., Gillette P.G.. Practical management of pediatric cardiac arrhytmias. —
Futura Publishing Company, Inc. Armonk, NY, 2001. — 422 p.

15. 2013 ESC Guidelines cardiac pacing and cardiac resynchronization therapy // European
Heart Journal. — 2013. — Vol. 34 — P. 2281-2329.

IIpuioxenune Al. CocraB paGoyeii rpynmnsi

Kosanés U.A., n.m.H., mpodeccop, BUIIC-TIPE3UACHT ACCOIUAINN JETCKUX KapIUOJIOTOB
Poccun

BapanoB A.A., akan. PAH, npodeccop, 1.M.H., Bunie-npenceaarens Menonkoma Corosza
neauarpos Poccun;

Hama3zoBa-bapanosa JI.C., akan. PAH, npodeccop, n1.m.H., [Ipencenarens Mcnonkoma Coro3a
neauatpos Poceny;

Benoszepos 10. M., n.Mm.H., mpodeccop
JunoB B.A., KaHJ. MeJ1. HayK, WieH AcCOLMalUM JETCKUX Kapauosoros Poccun

CaaspixoBa /I.W., 1.M.H., npodeccop, reHepaibHbIA AUPEKTOP ACCOLUAIMU AETCKUX
Kapauosoros Poccun

Axosaena JI.B., 1.M.H., mpodeccop, wieH Accoruanun JeTCKUX KapauosioroB Poccun

ABTOpBI NOATBEPKAAKT OTCYTCTBHE GUHAHCOBOM NMOAACPKKH/KOH(JIMKTAa HHTEPECOoB,
KOTOPbIN HE00X0AUMO 00HAPOAOBATD.
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Ipuioxenne A2. MeToao/i0rusi pa3padoTku KJIMHHYECKHX PeKOMEHIalM i

I_Ie.]'IeBaﬂ AYJAUTOPpUA JAHHBIX KIIMHUYC€CKUX peKOMeHL[aIII/Iﬁ:

Bpauu-neguarpsl,

Bpauu — nerckue kapanoiory,

Bpauu — cepieq4HO-COCYyAUCTBIE XUPYPIH,
Bpauu o01ieit npakTuku (ceMeHbIC BpadH),
Crynentsl MmenuuuHckux BY3oB,
OO6yuaronuecs B OpJuHAType U HHTEPHATYpE.

oukrwnE

MeTtoabl, MCTIOJIb3yeMble ISl cOoOpa/cesIeKIIUN T10Ka3aTeJbCTB: IOMCK B 3JIEKTPOHHBIX 0a3zax
JaHHBIX.

Onucanue MeTO10B, MCIOJIb30BAHHBIX /ISl OLIEHKH Ka4eCTBa M CHJIbI 10KA3aTeJIbCTB!
JIOKa3aTeIbHOW 0a30M I pEKOMEHIalUi SBIISIIOTCS MTyOJIMKaIlMY, BOIIE/AIINE B
KoxpeitHoBckyto 6ubnmmnoteky, 6a3bl nanabix EMBASE, MEDLINE u PubMed. ['my6una
IIOMCKA - 5 JIeT.

MeTOJIbI, HCIOJIB30BAaHHBbIC 1JI1 ONCHKH Ka4Ye€CTBa U CHJIbI 10KAa3aTECJIbCTB:

e KOHCEHCYC JKCIIEPTOB;
e OIICHKA 3HAYMMOCTHU B COOTBETCTBUU C PEUTHHIOBOM CXEMOM.

Metoapl, HCNIOJIBL30BAaHHBIE AJIS AHAJIN3A J0KA3aTEeJILCTB.

e 0030pHI OITyOJUKOBAaHHBIX METa-aHAIH30B;
e cucTeMaTH4ecKHe 0030pbI ¢ TAOIUIIAMH TOKA3aTEIbCTB.

Onucanne METOA0B, UCITIOJIB30BAHHBIX JJIfl aHAJIH3A J0KA3aTEJIbCTB

HpI/I 0T60pe HY6HHK3HHﬁ, KaK IMOTCHIHAJIBHBIX HCTOYHHUKOB N0KA3aTCJIIbCTB, HCITOJIb30OBAHHAsA B
KaKIOM HCCIICJOBAaHUHN METOJOJIOTHA U3YyHAaCTCA JISA TOTO, YTOOBI y6e,Z[I/ITBC$I B €€ BAJIMJHOCTH.
Pe3yanaT HU3YUCHUS BJIUACT HA YPOBCHBb JOKA3aTCIILCTB, HpI/ICBaI/IBaCMHﬁ HY6J'II/IK3L[I/II/I, YTO B
CBOIO OYUCpCb, BJIUACT HA CUITY peKOMeHHaHHﬁ.

JI1st MUHMMH3a1lMY TOTEHLIUAIbHBIX OMIMOOK KaXKI0€ UCCIIEJOBAHNE OLICHUBAJIOCh HE3aBUCHMO.
JltoOble pa3nuuus B OLIEHKAaX 00CYXAaUCh BCEll IpyInoil aBTOPOB B MOJIHOM cocTase. [Ipu

HEBO3MOKHOCTH JIOCTHXKEHHSI KOHCEHCYCa MPUBJIEKAJICS HE3aBUCUMBII 3KCHEpT.
Tabaunbl A0Ka3aTeNbCTB: 3alIOJIHAINCh ABTOPAMH KIIMHUYECKUX PEKOMEHALINM.
Metoabl, HCIIO/Ib30BaHHbIE 1JIs1 (OPMYINPOBAHUS PEKOMEHAALMNI: KOHCEHCYC DKCIIEPTOB.

HNuauxaTopsl 100pokavecTBeHHoi npakTuku (Good Practice Points — GPPs)

26



KP568

Pexomennyemas noOpokauecTBEHHAs MPaKTUKa 0a3UpyeTcss Ha KIIMHUYECKOM OIBITE aBTOPOB
pa3paboTaHHBIX PEKOMEH/IAIINN.

DKOHOMHUYECKHI aHAIN3

AHaJIN3 CTOMMOCTH HE POBOJMIICS M MTyOIHMKALUK TT0 (hapMaKOIKOHOMHUKE He
AHAJIM3UPOBAIINCH.

MeToa BaJIugauuM peKOMeHAauuil

o BaemHsaAsa skcniepTHAas OLEHKA.
o BHyTpeHH:s DKCIIEpTHAS OLEHKA.

Onucanne MeToAa Bajaugaluu peKOMeH}IaHHﬁ

HaCTOHHII/Ie PECKOMCHAAIUN B HpeIIBapHTCHBHOfI BEpCUU ObLIN PCUCH3NPOBAHBI HE3aBUCUMBIMU
9KCHICPTaMH, KOTOPBIX, HPCKIAC BCECI'O, IIOIMMPOCUIIN TIPOKOMMCHTUPOBATL, HACKOJIBKO AOCTYIIHA
AJI1 TIOHMMAaHHWAg UHTCPIIPETAIHA JO0KAa3aTCIbCTB, JICKallas B OCHOBC peKOMeHHaHHﬁ.

OT Bpaqeﬁ MEPBHUYHOI'O 3B€HA ITOJTYHYCHBI KOMMCHTAPUHU B OTHOILICHHUU JOXOJYNBOCTH
HN3JI0KCHHUA JaHHBIX peKOMCHHaHHﬁ, a TaAK)KC UX OLCHKA BA)KHOCTH IIPCJIaraCMbIX
peKOMeHZ[aHHﬁ, KaK HHCTPYMCHTA HOBCGI[H@BHOﬁ IIPaKTHUKHU.

Bce koMMeHTapuu, osydeHHbIE OT SKCIIEPTOB, TIIATEIBHO CUCTEMATU3UPOBAIINCH U
oOcyxanuch wieHaMu pabouel Tpymnibl (aBTopaMu pekoMeH1anui). Kaxxapiii myHKT
00cyXmayics B OTIACIHHOCTH.

KOHch'IbTaIIHﬂ H IKCIIEPTHAA O CHKA

HpOCKT peKOMeH)IaI_[I/Iﬁ OBLI PCUOCH3HUPOBAH HE3AaBUCUMBIMH JKCIICPTAMU, KOTOPLIX, MPECIKIC
BCCTO, NOIIPOCUIIA ITPOKOMMEHTHUPOBATD JOXOAUYUBOCTD U TOUHOCTh UHTECPIIPETALIUN
JOKa3aTeIbHOM 68.3]31, JIe)Kallleil B OCHOBE peKOMeHHaHI/Iﬁ.

Pabouas rpynna

Jl1s okoOH4YaTeNbHON pelaKLMK U KOHTPOJISl KayecTBa PEKOMEH1allii ObUIH MOBTOPHO
MIPOaHAIM3UPOBAHBI WiEHAMHU pabouell TpyIbl, KOTOpPbIE MPHUIILIN K 3aKJII0YEHHIO, YTO BCE
3aMe4yaHHsl © KOMMEHTapHUH SKCIIEPTOB MPUHATHI BO BHUMAHHE, PUCK CUCTEMaTHUYECKUX OIIUOOK
npu pa3zpaboTKe peKOMEHali CBeJIeH K MUHUMYMY.

OcHOBHBIE peKOMEH/ 1Al

Cuna pekomenaanuii (1-2) Ha OCHOBaHHUHM COOTBETCTBYIOLINX YpOBHEH nokazarenbcTB (A-C) u
WH/INKATOPBI J00poKauecTBeHHOM mpaktuku (Tadu. [11) — good practice points (GPPs)
NPUBOJIATCS TIPH U3JI0KEHHH TEKCTa PEKOMEHIALUH.
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CreneHb 10cTOBepHOCTH/COOTHOLIEHHUE MeTo10JI0THYECKOE [TosicHeHus no
pPeKoOMeH Al [pUCKa U KayeCTBO UMEIOIUXCS [IPUMEHEHUIO
[IPEUMYLIECTB 1I0Ka3aTeNbCTB [peKoMeHanui
1A [Tonb3a oTuernuBo |[HanexHsie CunbHast
[IpeBAJIUPYET HaJl [HEIPOTUBOPEUUBBIE [pEKOMEH 1AL,
CuiibHast [pPUCKaMH U [10Ka3aTelIbCTBA, KOTOPAasi MOYKET
PEKOMEH1anus, 3aTpaTamu, 1100  [OCHOBAaHHBIE HAa XOPOUIO  [MCIIOJIb30BATHCS B

OCHOBaAHHad Ha
MoKa3aTeJbCTBax
BbBICOKOI'0O Ka4YeCTBa

HA000pOT

BeIMOTHEHHBIX PKU nmn
HEOIPOBEPKUMBIE
TOKa3aTeIbCTBRa,
[IPEICTABICHHBIC B KAKOM-

6o npyroit popme.

JlanbpHeime
VICCIICIOBAHMS BPSIT TN
M3MCHST Hally
YBEpPEHHOCTH B OIICHKE
COOTHOIIICHUS ITOJIB3bI U

[prCKa.

OOJIBIITNHCTBE
CIIy4aeB y
[IPEUMYILIECTBEHHOTO
KOJIMYECTBA
[arreHToB 0e3
KaKUX-JI100
M3MEHEHUH 1
MCKIIFOUCHU

1B

CuabHas
PeKoMeH1anusi,
OCHOBAHHAas HA
moKa3aTeJbLCTBaX
YMEPEHHOI0 KayecTBa

[Tonp3a OTUETIIMBO
[peBAIMPYET HaJT
[pPUCKaMH U
BaTparaMu, JTU00
Hao000pOT

/lokazaTenbCcTBa,
OCHOBaHHbIE Ha
pe3ynbratax PKU,
BBITTOJTHEHHBIX C
HEKOTOPBIMU
OTpaHUYCHUSIMU
(IpOTUBOPEYHBHIC
[pE3yJIbTaTHI,
METO/10JIOTHYECKHE
OLIMOKU, KOCBEHHbIE WIIH
CIIy4aiHbIE U T.II.),

MO0 APYrux BECKUX
OCHOBaHMSX. JlabHEHIINE
iccae0BaHus (€Ci OHU
[IPOBOSTCS ), BEPOSATHO,
OKa)XyT BIIMSIHHE Ha HAIlly
YBEPEHHOCTH B OLIEHKE
COOTHOILEHUS TOJIb3bI U
[pYCKa ¥ MOTYT U3MEHUTH
ee.

CuibHast
[PEKOMEH1a1usl,
[MPUMEHEHNE
KOTOPOH BO3MOKHO
B OONBIINHCTBE

CIIly4aeB

1C

CuabHas

[Tonb3a, BEpOSATHO,
Oyner

[peBaJIMPOBATh HAJ

/lokazaTenbCcTBa,

OCHOBAaHHBIC HAa

00CepBaIIMOHHBIX

OTHOCHUTENBHO

CHUJIbHAas

[PEKOMEH1a1usl,
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peKxoMeHAaNusl, BO3MOKHBIMU CCIEA0BaHUAX, KOTOpasi MOKET ObIThH
OCHOBAHHAasl Ha [pUCKamMu 1 OeccucTeEMHOM M3MEHEHa MPpU
I0Ka3aTeIbCTBAX 3aTpaTamu, 1M00  [KIMHUYECKOM OIIbITE, [OJIy4eHU N
HU3KOI0 KayecTBa Ha000pOT pesynbTaTax PKU, IT0Ka3aTeNbCcTB Ooee
BBIMOJTHEHHBIX C BHICOKOI'O KauecTBa
CYLIECTBEHHBIMU
HenocTaTkamu. Jlro6as
orieHka A dexra
[paclieHHBAeTCs KaK
HeolpeaeIcHHasl.
2A Tlonp3a Hanexaere Cirabas
COIOCTaBUMa C TOKa3aTeNIbCTBA, [PEKOMEH 1Al
Ci1abast peKOMeHIalusl, [B0O3MOKHBIMH OCHOBaHHbBIE Ha XOPOLIO
0CHOBaHHAs Ha [pUCKamMu 1 BhioHeHHBIX PKU i |BBIOOp Hanmydmeii
oKa3aTeJbCTBaX 3aTpaTaMu 110/ITBEPIKICHHBIC JAPYrUMH [TAKTHKH Ooyzner
BbICOKOI'0 Ka4ecTBa HEOPOBEPKUMBIMU 3aBUCETH OT
TaHHBIMU. KJIIMHUYECKOU
CUTYaIluu
JlanpHeimme (oOcTosiTENBCTB),
MCCIICZIOBAHUS BPSA JIN MarueHTa uiu
M3MEHAT Hallly COLIMATIbHBIX
[YBEPEHHOCTH B OLICHKE [peoYTeHU.
COOTHOIIEHUS MOJIb3bI U
[pUCKa.
2B [Tons3a JloxazarenbcTBa, Cmabast
COIOCTaBMMa C OCHOBaHHBIC HA [PEKOMEH/TAITHS.
Ciabast pekoMeHAALMS, [pyckaMu U pesynbTaTax PKU,
OCHOBAHHas Ha OCIIOKHCHHUSIMH,  [BBIIIOJTHEHHBIX C AJbTepHATHBHAS
I0Ka3aTeIbCTBaX 0JIHAKO B ATOI CYIIeCTBEHHBIME TaKTUKa B
YMEPEHHOI'0 Ka4eCTBA  [orieHKE eCTh OrpaHHYCHHSIMU OTpeIeTICHHBIX
HEONpeeIeHHOCTD. (IPOTUBOPEUHBbIE CUTyallUAX MOXKET
pe3yIIBTATHL, STBUTHCS TSI
METOJ0JIOTHYECKUE HEKOTOPBIX
e eKThl, KOCBEHHbIE Wiy  [TAHUCHTOB JIydIIHM
CITydaiiHbIe), WK CHITbHBIE [BBIOOPOM.
TOKa3aTeNIbCTBA,
[pE/ICTaBICHHBIE B KAaKOW-
mu6o apyroit popme.
/lanpHeimme

iccae0BaHus (€Cu OHU
[TPOBOSTCS ), CKOpEE BCETO,

OKaXXyT BJIMAHUC HA HAIITY

YBEPEHHOCTH B OLIEHKE
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COOTHOILEHUS TOJIb3bI U
[PUCKa U MOTYT U3MEHUTH

HU3KO0I'0 Ka4YeCTBa

I10JIb3a MOXKET
OBITH COIIOCTaBHUMa
C BOSMOXXHBIMH
[PUCKAMH U
OCJIOKHCHHAMMU.

KJIMHUYECKOTO OMbITa WU
PKU c cymecTBeHHBIMU
HepocTaTkamu. Jlro6as
orieHka A dexra
[paCIICHHBAETCS KaK
HeompeaeeHHasl.

ee.
2C HeognosnauHocth |/lokazaTenbcTBa, OueHsb cinabas
B OIICHKE OCHOBaHHbBIC Ha [PEKOMEHIALINS;
Ci1abast peKOMeHaLNs, |cOOTHOLICHUS 00CepBalIMOHHBIX AJIbTEPHATUBHBIE
OCHOBAHHAs HA MOJIb3bI, PUCKOB U [MCCJIEIOBAHUSIX, [MOJIXOJIBI MOTYT
J0KA3aTCJIbLCTBAX OCJIOKHCHUH; 0ecCUCTEMHOIO OBITH MCIIOJIL30BaHbI

B paBHOI CTEIICHH.

*B Tabnuie nudpoBoe 3HaU€HHE COOTBETCTBYET CHIIE pEKOMEHIaIHii, O YKBEHHOE -

COOTBETCTBYET YPOBHIO JOKa3aTEIIbHOCTH

AKTyaJ’[I/IE)aIII/Iﬂ AAHHBIX KIIMHUYCCKHUX peKOMeH)]aIII/Iﬁ 6YI[eT MPOBOAUTLCHA HE PEKE, HEM

O/IMH pa3 B lIAATH JIET. HpI/IHHTI/Ie peuiecHust 00 00HOBJIEHUH 6y)1eT NPUHATO HA OCHOBAHUM

Hpe}IHOH(eHHﬁ, NnpeacTaBJCHHbIX MEAUIIUHCKUMHU HpO(l)CCCI/IOHaJII)HI)IMI/I

HEKOMMEPIYECCKUMHU OpraHu3anusiMu € y'léTOM pe3yJabTaToB KOMILIIEKCHOM OlleHKH

JIEKAPCTBCHHLIX NpennapaToB, MEAUIUHCKHUX 1/13[[e.1mi71, a TAKIKe peE3yJabTaToB KJIUHHYeCKOoi

anpooanum.

IIpuioxenue A3. CBsi3aHHbIE JOKYMEHTbI

HOpﬂ)IKI/I OKAa3aHUA MeJIUIMHCKOI MOMOIM:

[Tpuka3 Munucrepcta 3apaBooxpanenus Poccuiickoit @eneparuu ot 25 oktsa6pst 2012 r. No

440n "O6 yrBepxkaenuu [lopsaka okazaHUs MEIUIIMHCKON MOMOIIHU 10 TPodUiio "neTckas

kapauonorus" (3apeructpupoBano B Muntocre PO 4 nexadbps 2012 r. Peructpanuonnsiii No

26000

[Tpuka3 Munucrepcta 3apaBooxpanenus Poccuiickoit @eneparuu ot 15 Hos6ps 2012 1. No

918n "OO6 yrBepxkaenuu [lopsaka okazaHus MEIUIIMHCKONM MOMOIITH OOJILHBIM CEep/IeYHO-

cocynucTbiMu 3a0oneBanusaMu" (3apeructpupoBano B Muntocte PO 29 nexabps 2012 r.

Peructpanmonnsiit No 26483)
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Ipuiaoxkenne b. AaropurmMbl BeleHUs MANHEHTA

TMammeRT ¢ covmToManE AB-GIokaTH HIH ©
npmsrzrans AB Soorams ma KT

v

JHarEOCTHES

Honeympramss
CTIEMHATHCTA

[lenerne B aMOVIATOPEEX
VCICEHAX
Tapamx Mo
- oA HHTCPHET
JleucHEe B —* 0% = * TAMHEHTE
CTAIHOHAPE
'y 'y
HET
HET
Tlogazama
HAITTAHETAIR -
SECT
TA
HummanTamas 3EKC

Ipunoxenne B. Undgopmanus 1 NaMEHTOB

ATpHOBEHTPHKY.IAPHas 0JI0KA1a — Pa3HOBUIHOCTH OJIOKaBI cepLa, 0003Havaromast
HapyIIeHWEe IPOBEICHUS 3JEKTPUUECKOr0 UMITYJIbca U3 MpeACepAnil B )KeTyA0UKU
(aTpMOBEHTPUKYJIIPHAs IPOBOIUMOCTb), HEPEKO MPUBOASIIEE K HAPYIICHUIO pUTMa cepAlla U
reMOJUHAMHUKU. BBIIENSIOT TpU CTENeHN aTpUOBEHTPUKYIISIPHOM OJ0Kabl B 3aBUCUMOCTH OT

TSYKECTU HapyIIEHUs TPOBEIACHUS.

B ocHOBe HapyImieHUs MPOBOUMOCTH MOTYT JIEKaTh KaK (YHKIIMOHATbHBIE PUIHHBIL:
WHTEHCUBHBIC 3aHATHS CIOPTOM, YIIOTpeOJIeHHE HEKOTOPHIX JieKapcTB (B-0JI0KaTopHI,
AHTHAPUTMUYECKHUE MPEnapaThl, CEPACUHBIE TITMKO3UIBI, U JIP.); OpraHMYECKUe 3a00JIeBaHUS:
uH(papKT MHOKap/a, MUOKAPIUThI, KAPAHUOMHUOTIATUH, IeTEHEPATUBHbIE U WH(UIHTPATUBHBIC
3a00JIeBaHUs MUOKap/ia, BPOXKAEHHBIE IOPOKH CEplla U Ip.; XUPYprudeckas TpaBMa mpu
KOPPEKIHU MTOPOKOB cepAana. AB 06i10kana MOXKET HOCUTh H30JUPOBAHHBIN BPOKIEHHBIN
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XapakTep. ITO MPUBOIUT K MOPAKEHUIO Hanbosee caaboro 3BeHa MPOBOSIIEH CHCTEMBI
CepALa: aTPUOBEHTPUKYIISIPHOIO COEUHEHNUs. B pe3ynbTaTe 3JIeKTpUYECKU UMITYJIbC WU
JOCTUTAET KEIyTOUYKOB C 3aJICPKKOH I IPOBEIEHUE €r0 YaCTHYHO WM TOJTHOCTHIO
OJI0KHpYyeTCsl.

AB 6nokana 1 crenenn TpedyeT ToyibKo HabmoaeHus. Eciu 6iiokana 2 v 3 cTeneHu cBs3aHa C
ynoTpeOIeHHEM JICKaPCTBEHHBIX MPENapaToB, HEOOX0MMa KOPPEKTUPOBKA UX JI03bI BIIOTH J10
noytHoM oTMeHBI. [Ipu Bpoxknénnol minu npuodperénnoit AB G0kaze B KpaTKOCPOUHOM
MEePCIEKTUBE MPU HATUYMH MOKa3aHUN MMPOBOJAUTCS JICUCHHE, HAIPABICHHOE HA OCHOBHOE
3a0o0sieBaHUe, CTABIIETO MPUYMHON pa3BUTHs AB OGokaapl, W ydyalieHue puTMma cepiia
(MEeIMKaMEeHTBI, YCTAaHOBKA BPEMEHHOM CHCTEMBI AJIEKTPOKAPAMOCTUMYIIAINHN). B nonrocpounoi
MEePCIEKTUBE KU3HECTIACAIOIIUM METOIOM JICUCHUS SBJISICTCS MMILUIAHTALHS TTOCTOSSHHON
CUCTEMBI JJIEKTPOKAPIUOCTUMYIIALIUH.

s nereit ¢ Tpan3zutopHoit AB Giokanoii I crenenu nporuos 3aboneBanus OaaronpusTHeid. Ha
¢oHe J1leueHnss OCHOBHOTO 3a00JIeBaHMS, KaK MIPABUIIO, IPOUCXOAUT BOCCTaHOBIEeHHE AB
nposeneHus. Crolikast AB Onokana I crenenu (ayToUMMyHHOIO, TOCTMUOKapPAUTUYECKOTO UITU
TPaBMaTHUYECKOTO XapaKTepa) MoKeT nporpeccupoBath B AB 6mokany II-1II crenenn. s
nereit ¢ AB 6iokanoii I1l crenenu 0e3 MMIUIaHTALUMK KapAUOCTUMYIISITOpA MIPOTHO3

3a00J1€BaHUs B LIEJIOM HEOIaronpusATHBIM.
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Ipunoxenne I'.

Bug napyuenuit
pUTMa cepala

[Ipu3Hak

Ampuosenmpuxynapuas 610kaoa

I crenensn

II crenienn

MooOwur 1

II crenien

MoOur 11

III crenenn

Hacrora putma

[Ipencepauii: peryasipHblil U
COOTBETCTBYET BO3pacTy.

DKeny10ukoB: perynspHbii,
COOTBETCTBYET YacCTOTE

[Ipencepauii: peryiasipHblid U
COOTBETCTBYET BO3pacCTy.

DKenynoukoB: HeperyspHblii,

MCHBIIIC, YEM 4aCTOTa

[Ipencepauii: peryiaspHblid U
COOTBETCTBYET BO3pAcCTy.

DKenynoukoB: HeperyspHblii,

MCHBIIIC, YEM 4aCTOTa

[Ipencepanii: peryiaspHblid U
COOTBETCTBYET BO3PACTY B ClIydae
OTCYTCTBHSI CEpACYHOU
HEI0CTATOYHOCTH

QRS

pa3mep. [lepuoguuecku 3a P
BoIHOM oTcyTcTBYeT QRS.

[peacepani [peacepanid, n3-3a npejacepaui, u3-3a PKenynoukoB: perysiasipHslii, HO

[IEPUOINYECKOTO «BBINAJEHUSD»  |[IEPHOJUYECKOTO «BBINAICHUS [3HAUUTEIBHO MEHBIIE, YEM YacTOTa
QRS QRS MpeacepaIui.

PerynspHocts  |PerynsipHslii He perymnsapnsiit He perymnsapnsiit PerynspHbii

[pUTMa

3yoerr P Hopmanbnbiii Hopmanbhblii HopmanbHblii HopmanbHblii

PQ (R) YBennueH [IporpeccuBHOe yBenuuenue ¢ |HopManbHBIN U ciierka He onpenensercs uz-3a AB-

HTEpBal [TOCJIEAYIOIUM «BbINAJCHUEM)»  |[YBEJIUYEHHbIN (UKCUPOBAHHBIN [TUCCOLIMAIIUN

QRS xomrmekc

Y3Kuii B ciydae OTCYTCTBHS
Os10Kabl HOKEK Mmyuka ['uca

Y3Kknii B ciydae OTCYTCTBHS
0s10Kabl HOKEK Myuka ['uca

Y3Kuii B cilydae OTCYyTCTBUS
0s10Kabl HOKEK Mmyuka ['uca

Y3Kuii B cilydae OTCYyTCTBUS
0J10KaIbl HOKEK Tyuka ['uca




IIpuiaoxenue I'2. PaciimdpoBka npuMeYaHuii.

... — JIeKapCTBEHHBI Ipenapar, BXoAsuui B [lepeueHs :KU3HEHHO HEOOXOAUMBIX M
BaXHEHILINX JIEKAPCTBEHHBIX MPENAPATOB JJIs MEAULIMHCKOrO puMeHeHus Ha 2016 rox
(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)



