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Cnucok cokpameHuii

AB — aTproBeHTPHKYISIpHBII (as1)

BIIC — Bpo:xaeHHbIe OpokH cepana

IIDXB — nmpencepHo-xkenynoukosas 61okana

IDKC — npecep/1HO-KeNy J0YKOBOE COETHHCHUE

IDKY — npencep iHo-Kemny 10ukoBblii y3er

PKC — vacToTa skely 10UKOBBIX COKpalleHH i

YCC — yacrora cep/ieuHbIX COKpalleHm i

OKI' - anekrpokapamorpamma

OKC - osnekrpokapmuoctumy istop ( DIeKTPOKAPAHOCTHMYIATOP HMIIIAHTHPYEMBbIH
JIBY XKaMEPHBIH, YaCTOTHO-aJal TUBHBIH ™ **, DIIEKTPOKAPIHOCTHMYISATOP
MMINIAHTHPYEMBIH OJTHOKAMEPHBII, YaCTOTHO-aIalITHBHBII * * *)

x0KI" — axoxapuorpadus

*# — npemaparT BKJIIOYEH B IIEpEUYEHb JKH3HEHHO HEOOXOMMMBIX M BasKHEHIIHX
JIEKapCTBEHHBIX MPENapaToB IS MEIUIIMHCKOTO IPHMEHEHHs

¥ — MEIMIMHCKOE H3/e/IHe, MMILUIAHTHPYEMOE MIPH OKa3aHHH MeHIIMHCKON TOMOIIH B
paMKax MporpaMMbl IOCYZIapCTBEHHBIX IapaHTHH OEcCIIaTHOTO OKa3aHHsA TpakJaHaM
MEHUIMHCKOH TOMOIITH

# — IIpH UCII0JIB30BAHKH TIPENApaTa BO3MOKHEI OTKJIOHEHHUS OT OMHIHATEHOH HHCTPYKITHH
110 €ro NPUMEHEHHIO




TepMHHBI H onIpee/IeHHUsT

,HOK&S&TCJ’IBH&H MCAHIHHA —  HaJJIexalee, MNOCJICIOBATCIBHOC M OCMBICIIEHHOE
HCIIOJIL30BAHHE  COBPCMCHHBIX  HAWJIYYIIMX  J0Ka3aTEJILCTB (peSyﬂbTaTOB KITHHAYCCKHX

HCCJIC/IOBAHUH) B IIpOLECCe MPUHSTHS PEICHUH O COCTOSIHHE 310POBbS W JICUCHHH MMAlUCHTA

[1.2].

3abosieBaHne — BO3HHKAIOLIEE B CBSI3H C BO3/CHCTBHEM MMATOrEHHLIX (PAKTOPOB HAPYIIEHHE
JIEATECJIBHOCTH OpraHnusMma, paﬁoTOCHOCOﬁHOCTH, CnocoOHOCTH AJaIlTHPOBATLCS K
M3MEHSIOIIUMCS YCJIOBUSIM BHEIUHEH W BHYTPEHHEH CpeIbl MPH OHOBPEMEHHOM H3MEHEHHH

3allITHTHO-KOMITEHCATOPHLIX H 3HMHTI—IO-HpHCHOCOﬁHTG.ﬂbHBIX peaxum”i U MEXanu3MOB OoprailusmMa
[3].
I’IHCprMeHTa.ﬂBHaH AHATHOCTHKA — JIMATHOCTHKA ¢ HMCIIOJB30BaHMEM s oOclieoBaHusd

HaIMEHTa pa3jIMuHbIX TPUOOPOB, arapaToB U HHCTPYMCHTOB.

KongMkr HuTepecoB — cuTyanus, IpH KOTOPOH y MEIUIIMHCKOTO WK (hapMaleBTHIECKOro
pabOTHHKA TPH OCYLIECTBIEHUM HMM IPO(ECCHOHAIBLHON AesSTEIbHOCTH BO3HHKAET JIMYHAs

3daUHTEPCCOBAHHOCTDL B NOJYUYCHHH JIHYHO b0 Hepes [MpeACTaABUTCII KOMITAHHK M&TBpHaJ’leOﬁ

BbII'OJIbI HJIK HHOTI'O IIPCHMYILNCCTBA, KOTOPOC BJIHMACT HMJIH MOMKCT I[IOBJIMATHL HaA HaLJIeKallee

HCIIOJIHEHHE UMH HpO(beCCHOHaJlbIILIX o0sa3anHocTeH BCJICJICTBHUC IIPOTHBOPEUHA MEACLY JIMIHOH

3aHHTEPECOBAHHOCTBIO MEIUIIMHCKOTO padoTHHKA MWK (apMaieBTuiyeckoro paboTHHKA |

HHTEepecamu naimuenTa [3].

.HHGO[)aTOPHaﬂ JAHAHOCTHKA — COBOKYIIHOCTL METOJOB, HAaIpPaBJICHHBIX Ha aHaJIU3

HCCIICAyeMOro Marepyaia ¢ IOMOIILIO Pa3IiIHOIO CIICHHAIITU3MPOBAHHOTO 06OPYIIOB8.HH5L

IMamuent — (pHSH‘ICCKOB JIMIO, KOTOPOMY OKasbIBaCTCA MEJHUITMHCKAA MOMOIIb HJIM KOTOpPOE

06})&"["[4.]'[00]: 34d OK4a3daHHEM ME,L[HLIHHCK()ﬁ NOMOIIHW HE3aBUCHUMO OT HAJIMYHKs Y HEI'O 3a0oJieBaHus
H OT €ro coctosuus [3].

PabGouas rpynna mo paspadoTke/akTyaan3auui KIHHHYECKUX PEKOMEHIAINA — KOJIJIEKTHB
CIIELIHAJINCTOB, PadOTaIOMKUX COBMECTHO M COIVIACOBAHHO B IIENIAX Pa3paboTKH/aKTyasIH3allin
KJIMHAYECKHX PEKOMEHJaluii U HecylluX OOLIyI0 OTBETCTBEHHOCTH 3a Pe3yJbTaThl JaHHOH

paboTEL.

YpoBens jocroBepHocTH jokazaTeabeTB (Y/IJ) — cTemeHsr yBEpEeHHOCTH B TOM, HYTO

HaliIeHHBIH 3(DPEeKT OT MPHUMEHEHIS MEIHIIMHCKOTO BMENIATEILCTBA SBJISCTCS HCTHHHBIM [4].

Ypogensb yoeaureabnocTn pexkomenaamuii (YVYP) — cTeneHs yBepeHHOCTH B JJOCTOBEPHOCTH




a(pexTa BMEATENCTBA H B TOM, UTO CJIE[IOBAHHEC PEKOMCHIAIMAM IIPUHECET OOJIbIIE TI0b3EL,

YeM Bpela B KOHKPETHOH cuTyaltuu [4].

Xo/ITepoBCKOEe MOHHTOPHPOBAHHE JIEKTPOKAPAHOrPAMMBI — METOJ HEMpPEPBHIBHOMN 3aIHCH

3JIEKTPOKApIUOTPaMMBI Ha LM(DPOBOH HOCHTENb ¢ MOCIEAYIOmeH NeuH(POBKON M aHATH30M
OKTI [5].

JNEKTPOKAPAHOCTHMYJISIMSA - OTO METOJ JICYEHHs, NPH KOTOPOM POJb €CTECTBEHHOTO
BOJIMTENIS. PUTMA (CHHYCOBOIO y371a) BBINOJNHSET HCKYCCTBEHHBIH BOIUTENb DUTMA. JTOT
BOJMTEJIb PUTMA BhIPAOATBIBACT 3JIEKTPUUECKHE UMITYJILChI ONMPENEICHHON CHIIBI M YacTOThL. B
KauyecTBE HCKYCCTBEHHOTO BOJHTENII pHTMA HCIONB3YIOT CIEIHAJbLHBIE anlapaThl —

SJICKTPOKapAUOCTHMYJIATOPEI




1. Kparkas nndopmanus no 3a60/1eBAaHUI0 HJIH COCTOSTHHIO

(rpynmne 3a60JieBaHHi HJIH COCTOSTHHH)

1.1 Ounpesesienne 3a00J1eBAHUSE HIH COCTOSIHMS (PPYINBI 3200JeBAHMI HJIH COCTOSIHMIA)

Ilpencepano-xeaynouxoas Oaoxama (IIZKB) - 3amennenwe, 4YacTHYHOE WM TIOJHOE
NpeKpallieHHeM TMPOBENACHUS BO30YKIEHUS OT MpeAcepIuil K IKellyJouYKaM. 3aMeljIeHHE
MPOBEIECHHUS HMITYJIbCA MOXKET IIPOMCXOMTE B Ipescepausx, AB yane, cucreme ['uca-Ilypkunbe.
Bce Bapuanter IDKB 6510kaf MOryT OBITH IPEXOISITUMH U IIEPCHCTHPYFOIMMH, BPOXKIEHHBIMH H

npuobpeTeHHBIMH. [6-8]

1.2 JTHOJOrUsA ¥ NATOreHe3 3200J¢BAHUS HIH COCTOSIHHS (IPVIIILI 3200/1¢BAHUI HIH

COCTOAHMIT)

M3menenne AB mpoBefeHHst MOXKeT OBITh CBS3aHO KAk C HapyIICHHEM pPEryJIslUH €ro
JIEATENBHOCTH CO CTOPOHEI BETE€TAaTHBHOM HEPBHOH CHCTEMBI, TaK M C OPraHHYECKHM H/HIIH

CTPYKTYPHBIMH H3MEHEHHSIMH IIPOBOIAIICH CHCTEMEI cepaa [6-27].

Tabauna 1. [Ippyunbl pa3BUTHA ATPHOBEHTPHKYJISAPHOM 0J10KAXBI

Xupypruyeckas KOppeKIus BPOXKIEHHBIX -Ie(eKT MEeOKeITy TOYKOBOMH ITEPEropoOIKH,
IIOPOKOB cepAara -aTPHOBEHTPUKYISIPHAS KOMMYHHUKAIIHA,
-Terpana dao,

-0OCTPYKIMS BBIXOJIHOTO OTHENa JIEBOTIO
eIy I0uKa,

-KOppUTHPOBAHHAS TPaHCIIO3UIIUS
MarucTpaibHBIX COCYJIOB,

-IHcKopaanTHoe AB coenuHeHne
MzonupoBanunas sBpoxaeHnas [IDKb -TIOBpeXIAeHHe TKaHH AB-y3ma mona
MAaTepUHCKHMHU aHTHTEJIaMH KJlacca aHTH—
SSA/Ro autu—SSB/La, HanpaBieHHBIMH K
BHYTPHKIIETOYHBIM pPacTBOPUMEIM
PUOOHYKJIEONPOTEHAHBIM KOMILICKCcaM — 48-
KD SSB/La, 52-KD SSA/Ro, u 60-KD

SSA/Ro
ITKB, acconmupoBaHHasi cO CTPYKTYPHBIMH | -AaHOMAJIMH Pa3BHTHS MEXKIIPEJICEPIHON U
aHOMAJIHMSIMH Pa3BUTHS cepalla MEXCKEITy IOUKOBOH IIeperopoaKu

-00IIMiH apTepUaIbHBIL CTBOI

- KOPPUTHPOBaHHAs TPAHCIIO3UIIHS
MarucTpaiabHBIX COCY OB,

- reTepoTakcus (JieBoIpe/icep IHbIi

H30MEPH3M )
Bocnanurtensuble undexuuonHble | -GakrepualibHble U BUPYCHBIE MHO)EKINH B
3a0oieBaHus TOM YHCJIE ¥ BHYTpUYTPOOHBIE (ceMelcTBa

rEPIECBHPYCOB U 9HTEPOBUPYCOB)
-0CTpasi peBMaTHYeCKas JTMX0paJKa,
-60mne3nb Jlaiima,

-6one3up Yaraca,

i




-BAY-undexnus,
-0aKTepHabHbIA SHJOKAPJHS C
TepeBaIbBYISPHEIM abCIIeccoM,

Helipomeineunsle 3aboieBanms

- MBlIIeYHas qucTpodus Imepu-peidyca
(Emery-Dreifuss),

- MBImeyHas juctpodus Jlromena
(Duchenne),

- MUOTOHHYECKAsI TUCTPODHsI

XPOMOCOMHEIE M FeHETHYECKHE 3a00IeBaHMS

-cunpom Xonta-Opama (Holt-Oram),
-18-p cunjipom,

-cunyipoM Kepnca-Cetipa (Kearns-Sayre),
- 6oste3nn @adpw,

-I'mukorenos Il u V tHna,
-Myxomnonucaxapunos I H, I H/S u II tuna,
- CHHJPOM yuinHEHHOrO MHTepBata QT

JlerenepatuBHble 3a00JIeBaHHA MHOKapIa

-bone3ns Jlesa,
-0ouie3Hs JleHerpa

Jpyrue npuuunel

- MOBPEKIEHUE IIPOBOJSILEH CHCTEMEI
cep/ula Py KaTeTepHBIX IIPOIeaypax
(3nm0BacKyIAp-HOE 3aKphITHE JedeKTa
MEXOKENTY I0UKOBOH IEperopoiku,
pazrodacToTHas abJsAlUs HA/DKEITY IOUKOBBIX
TaxukapJui),

-MeTabOIMYECKHE U SHIOKPHHHEIE
(KapHMTHHOBAs! HEOCTATOYHOCTE, THIIEP- H
THIIOTHPEOMAN3M, (PEOXPOMOLIUTOMA,
THII0ATIbAOCTEPOHU3M ),

-THIIEPTpOHYECcKas KapIHOMHOIIATHS,
-HHQUIBTPATUBHBIE 3a00JICBAHUS
(aMHJION103, CAPKOUI03, TEMOXPOMATO3,
OIYXOJIM cep/iia),

-papmakoTepanus (Oera-aapeHodI0KaTOPLI,
0JIOKATOPbI KAILLIHEBBIX KAHATIOB, CCPICUHBIC
[JIMKO3H/1bI, aHTHAPUTMHUYCCKHE TIPenaparel,
knaccel [ u 11, xp.)

-3JIEKTPOJIUTHEIE HAPYIIIEHHUS
(TUIepKaIeMusl, TUNEPKATbLMEMHES)
-Baryc-acconuuposannble [DKb (crmopr
BBICOKHX JIOCTH)KEHHH, HEHpPOKapHOTreHHEIE,
00CTPYKTHBHOE aItHOE CHA)

Hosisnenne IDKD I crenenn na ¢pone GpaamukapIui MOXKET OBITE CBA3aHO C IIOBBINIEHMEM TOHYyCa

apacuMIIaTHIECKOr0 OT/IeNIa BereTaTHBHON HepBHO# cucTeMbl. Taxuzasucumele IDKB I crenenu,

BO3HHUKAIOIIKE IIPH YYalleHHH PHTMa CepALa, OYeBH/HO, CBSI3aHBI ¢ OJIOKAN0# MpoBeNeHH 110

OwicTpomy (B) xanamy AB ysma. Jlannas 610kaja MOXKET COXPaHATBCS B OPTOCTATHYECKOM

IIOJIOKCHHH MalMeHTa, HO MOMXET IIPOXOOUTEH IOCJIE IMOIKOXHOT'O BBEJEHHS aTpPOIIHHA. Taxkas

OTBETHAsA PEaKUHs JacT OCHOBAHHE CUHTATh, YTO IpH TaxuzaBuckmoil IDKD I crenenn xapakTep

BIIMSHHS BETCTATHBHOM perynsinuun AB npoBenenus siBisiercs He riaBueiM. [DKB 1 crenmenn

8




MOKET BO3HHKaTh Yy MALMEHTOB II0CJIE€ IPUMEHEHHMs TaKUX JIEKAPCTBEHHBIX CPEICTB Kak:
OJIOKAaTOPB! KaJIbLMEBBIX KaHAIOB, OeTa-aJpeHOOI0KATOPhl, CEPACYHBIC TJMKO3UABI H .
Ipuunnoi#i passutus IDKB I cremenn moryT GbITh BocmanmuTenbHble 3a00JI€BaHUsA MHOKapza
Pa3snMYHOM ITHOJNOIUH; MH(UIBTPATHBHEIE W JiereHepaTuBHble 3aboiesanus. IDKB I crenenn
MOXKET BO3HHKAaTh TaKXKE€ IIOCIE IIEPEHECEHHON XUPYPTHUeCKOM WM SHJIOBACKYJISAPHOI
KOPpPEKLHH BpOXJIEHHBIX MOpokoB cepaua (BIIC) wnm B pesynpraTe KaTeTepH3allMH IPaBLIX

OTAEIIOB cepama.

IDKbB II crenenn Hepenko HaOuoaercst [IpH NATONOTMYECKOl BarOTOHHH, NMPH TOKCHYECKHX
ﬁopameﬂnax cepila, CBA3AHHBIX C TJIMKO3MJIaMU HAlepCTsHKH, Oera-aapeHobiokaTopaMu H
OJI0KaTOpaMH KaJIbIIUEBBIX KaHAIOB, a TAK)Ke IPH ayTOMMMYHHBIX [MOPKEHHUSX MPOBOISIICH
CHCTEMBI C TOCHEIYIOIIMM pPa3sBHTHEM KapAHOCKICpo3a M JIereHEepaTHBHBIX 3a00JieBaHHSIX.
nposojauieit cucreMbl cepaua. IDKB II crenenu nabmiomaercs y npereit mocie omepanuii Ha
cepaue, nHorga IDKD kak I, tak u Il cTermenn MoxeT OBITH CEJICTBHEM aHOMAJIMH PA3BHUTHS
npoBojsier cucremsl cepana npu BIIC. Cnenyer umets B Buny, uto IDKB I-1I crenenu moryT
TpaHcdopMupoBaThes B nonuyto IDKB y nereil ¢ opraHMyYecKoi WM CTPYKTYpPHOM MaToIorueit

cepaua.

Ionnas IDKB (IDKDB III crenenu) MoxeT OBITh, Kak BPOKAEHHOH (M30JIMpPOBaHHOM M Ha (OHE
CTPYKTYPHOH IIaTOJIOTHH cepina), Tak ¥ npuobpereHHoM. Bpoxiennas wzonupoanHas [DKB
accolMupoBaHa ¢ 3a00JICBaHHAMHM COEJIMHUTEIbHOH TKaHH y matepu (33-64%) u BEI3BaHA
nopakeHHeM TKaHu AB y37a IEpKyIHpYIOLMMH B KPOBH aHTHTeIaMH Kiiacca aHTH- 48 kD SS-
B/La, antu- 52 kD SS-A/Ro, u antu-60 kD SS-A/Ro y wMarepeif reHeTHYECKH
IpPeIpacloNoKEHHBIX HHAMBHAYYMOB. llocne mpoxoskaeHus depe3 TUIACHTY MAaTepHHCKHE
ayroanTuTena kinacca aHTH-SSA/Ro u antu-SSB/La, nepekpectHo pearupyror ¢ L Tunamu
KalblIMEBBIX KaHAJIOB B KJIETKaX cepjlla y IJIoAa, BCJIEACTBHE YEro BO3HHUKAET 3aMeJyIeHHe
aTpuoBeHTPUKYIsIpHOH nposoauMocTH (ITDKDB I crenenn). JiurensHele HapyIIeHHs TOMeOCTa3a
KalblMs B KJIETKaX cep/iia y IJIoJa IO BIUSHHEM ITPOI0JKAIOIIEr0 BO3ACHCTBHA MATEPHHCKUX
ayToaHTUTeN Kiacca aHTH-SSA/Ro u antu-SSB/La MOryT mpuBecTH K akTHBAIHH AlonTo3a
KJIETOK. AIIOIITO3 HE ACCOLMUPYETCs C BOCIIAJIEHHEM, TaK KaK KJIETKH IIPH aronTo3¢ He HabyXaioT
Y HE paspyluaroTcs 0 MOOUIeHUs X MakpodaramMu. ONCOHH3UPOBAHHEIH (HArOLKUTO3 KIIETOK
IIPUBOJMT K CHHTE3Yy IMTOKMHOB (MHTEPIIEHKHHOB - 1, 6, 8, (hakTopa Hekposa omyxoueit u ap.),
KOTOpBIE BMECTE ¢ aHTUTEeNaMH Kijacca aHTH-SSA/Ro u antu-SSB/La u aktuBarueit cuctemsl
KOMIUIEMEHTa TE€HEPHPYIOT YCTOHYMBYIO BOCHAIMTENBHYIO pEakiHi0 B Ccepile Iuioga. B
KOHEYHOM HMTOI€ 3TO, MPHBOJAHT K HEOOpaTHMOMY MOBPEXIECHHIO H pa3BHTHIO mosHoi TTKDB.

Pazputne Bpoxnennoit nonnoit IDKB nokymenrupyercs e panee 16-18 nenenu recramuu [24].




AHTHTENIA NPOJOIKAIOT OOHAPY)XKMBAaThCA B KPOBH HOBOPOJKIEHHOrO 10 6 Mecsla KH3HH.
«CKpBITOE» HOCHTEILCTBO AHTHTEN BCTpeuaeTes B cpeHeM Y 1% JKeHINUH, a IpecKa3yeMblii
ypoBeHb poskaeHus pedenka ¢ noianoit [DKB Bo MHoro pas Huke. BeposTHO, Ha BOZHHKHOBEHHE
ayTOMMMYHHOTO TOPa)XEHHs AaTPHOBEHTPUKYJIAPDHOIO COCIMHEHMS BIUSET BEJHYMHA THTpPa
antutel (1:16 u Bemme). [lpu Hamuun antuTen kiacca autu- 48 kD SS-B/La, antu- 52 kD SS-
A/Ro, u antu-60 kD SS-A/Ro y marepu BpoxaeHHOH mnosnnodt IDKB Gnokama y pebenka
ycTaHoBIIeHa acconualys co cuenyromuMu HLA rammorunamu: Al, BS, DR3, MB2 u MT2.
Takme HLA rammorunser kak DR2, MB1/MT]1 - xapaktepHbl A1 MaTepeil ¢ MOI0KHUTEIbHBIM
THTPOM AHTHTEN U AeTei 0e3 Bpoxkaennoi nonnoit IDKD. [Ipyrumu ¢akropamu pucka, KOTOphIE
MOTYT OKa3bIBaTh BIMSHHE Ha Pa3sBUTHE HM30JMPOBaHHOH BpoxkaeHHOH nonHoit IDKB y miona
SIBJISIIOTCSL BO3PACT MAaTE€PH, 3UMHHUI CE30H, IMOBBIIEHHAs HHQUIMPOBAHHOCTh MaTepPH BO BPEMs

OepeMEeHHOCTH, HU3KHH ypoBeHb Butamuna D [6-8, 10, 12, 13, 19]

Bosuuknosenue BposknenHoit nonnol [DKB ynaercst yctaHOBHTE BHYTPHYTPOOHO TONBKO B 32%
ciyqaes. [Ipumepno y 28% nereit Habmonaercs nporpeccupyrolee Teuenue Bpoxaennoi IDKB

ot I no III cremrenun.

YcTaHoBIEHO, 4TO HapylleHus AB mpoBoIHMOCTH Tak ke acCOIMHPOBAHEI ¢ MyTAllMsAMH B I'eHe
SCNSA, xomupyromeM (yHKIHMIO HATPUEBBIX KaHAIOB. MyTanumu B JaHHOM Te€HE HMEIOT
INMPOKMH CIEKTP (EHOTHIIMYECKHX IPOSIBICHHS B BHIEC KaHAIONATHH/KapJIHOMHONATHI: -
CHHApOM ymmMHEHHOro uurepBana QT tuma 3, -cuHapom tuna Bpyranma, aummaranmoHHas
Kap[IHOMHUOIIATHS, -M30JHPOBaHHAs KapauoMmuonarus mpencepauit. HaOmiopaercst Bbicokas

CTENeHb HAC/IC/IOBAHHA B IIATOICHE3€¢ BPOKAEHHOH HEMMMYHHO# H3poymipoBannoit [DKB [25; 26].

Oxoio 25% cimyuaes BpoxaeHHbIX [IXKB 111 crenenu coyeTaroTes co CTPYKTYpPHBIME aHOMATHAMH
cepaua, Hambosee uacto ¢ JedeKTaMH pa3sBHTUS MEXIPEJCepAHOH H MENIKEIyI0UKOBOH
IIEPErOpoIOK, JIEBOMPEACEPAHLIM H30MEPH3MOM, a Taioke L-Tpancmozunwueit MarucTpaibHBIX
cocynos [18-21]. Onnoit u3 Hambonee vacthix npuuuH, npuodperennoit IDKB Il crenenu

SIBJISIETCSl BOCHAIUTENIBHOE ITopaskeHue MHoKapa [22].

B pange ciyuaes npuobperennas IDKD Il cremenn Bo3nukaer mocie onepamnuu mo KOppeKIHH
BIIC [27]. HauGonee wacro IDKB pa3BuBaeTcsi @pH XHPYPrHYECKOH KOPPEKIMH
ATPHOBEHTPUKYJIAPHOH KOMMYHHMKaLUH, AedeKTa MEIOKETyI0UKOBOH Ieperopojiki, MOPOKOB
Pa3sBUTHS A0PTAIBHOIO H MUTpaJIbHOIO KinanaHoB). Pazsutuem ITDKDB MoryT conpoBoxaaTees psj

HACJIE/ICTBEHHBIX U HEMPOMBIIIEUHBIX 3a00IeBaHHH.

IDKB I crenenn MoseT OBITH pe3yIbTaToM 3aMEIJIEHHOTO MPOBEAeH s B npencepauu, AB yaie,
my4ke ['mca uik B ero HoxKax. JIOMHHHPYIOIIHM MECTOM 3a/IepiKKK UMITYJIbca sByisetcs AB-ysen
(v 83% GoneHEIX). 3anepikka mpoBeneHus B npeacepausx win AB ysne npu TDKB I crenenn
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HOCHT TpaHBHTOpHI:Iﬁ WK CTAOMITBHBIN XapaKTep M MOXKET MEMUICHHO MNpPOIrpecCHpOBaTh B

cTopoHy BhIcOKUX creneneit [DKB.

IDKb II cremenn tum MoGun 1 (¢ mepuojmkoit CamoiinoBa-Benkebaxa), BbI3bIBaeTCH
3aMe/UICHHEM TPOBOJIMMOCTH B AB y3i1e B 72% ciryuaes u B cucteme nyuka ['mca - B 28%. [{ukisr
Benkebaxa MOTYT BHIOM3MEHATHECS M II0[ BIHSHHEM OPYTHX  sBJIEHUH (Hanpumep,
CYIICPHOPMAJIBHOTO IIPOBEICHUS HWJIM 3aBHCHUMBIX OT Opamukapiud 3amepskek M GIIoKan
UpoBeNieHHs). B pelkux ciyvasx B nukiae BenkeGaxa oTMeuaeTcss GIOKHpOBAHHE JIBYX
nocynenosarenbuelX P-poms. Ilpu IDKB II cremenn Thna Mo6un II unrepsansr PQ (R),
MPEIIECTBYOKME BBITABIIEMY COKPAIEHUIO, BCEra MOCTOSHHBLI M HE MEHSIOTCS JaKe IOCIe
BBINIABIIETO COKpalleHus. B ciywasx, cooTBeTcTByrommx mocnemHeMy kpurtepuio, [DKB 11
creneny TH MoOun Il orpanuuuBaercs cucremoit 'uca-Ilypkunbe (35% ciayuaes Ha YPOBHE
ny4ka ['nca u 65% — B quctaneHoit yactu cuctemsl ['uca-ITypkunse). IDKB 11 crenenu B AB y3le
HMECT OTHOCHTEJILHO ONIaronpHATHOE TeYEHHe U He BeJeT K BHe3anHoM acucToiauu. COornacHo
obwenpumstomy muenuto, IDKB II crenenn B cucteme I'nc-Ilypkunbe yacto [IPOTPECCUPYET JI0

nosnoi IDKD u npuctynor Mopransu-A namca-CTokca.

1.3 DnuaemMuo10rust 3200J1eBAHHS HWJIH COCTOSIHHS (IPVIIBI 3a00/1eBANNIT HJIN

COCTOSIHHIA)

IDKDB I crenenn MoxeT BcTpeuaThes Ha astekTpokapauorpamme (DKT) y 3m0posbix aeteit ot 0,6

no 8% ciydaes. Y neTel ¢ HOPMaIbHBIM CHHYCOBBIM DHTMOM TPAH3HTOPHOE yBEIHUEHHE
unTepBana PQ Berpewaercs y mmammmx nereit B 5% ciydaes u B 15% y crapmmx ereid, B
OCHOBHOM B HO4YHOE BpeMsl. bonee Bbicokas uacToTa BeiBieHus IDKB I crenenu ormeuaetcs y
TPCHUPOBAHHLIX CIOPTCMEHOB - 8,7%. Yactota BeiBnenus IDKB I crenenn y mereit mpu
[IPOBEJICHHUH XOJITEPOBCKOIO MOHHTOPHPOBAHHUS CEPAECUHOTO PUTMA ropasao BBIIE - 710 10-22%.
Yacrora IDKB II crememm coctasnser 0,003% B momynsimu. J[OCTATOYHO BBICOKAS
pacnpocTpanéHHOCTh (2,4%) IDKB II crenenn Tunm Mobuu | oT™medaeTcs y TpeHHPOBAaHHBIX
CIIOPTCMEHOB, mIpoxoasmux pyTuHHyo OKI'. Cpennsas wacrora Bpoxaennoi nosmnoit [DKB
cocrapiiget 1 Ha 22 000 HoBOpOXKIEHHBIX U KoJieGeTcs B mpeaenax ot 1 Ha 25000 mo 1 ma 15000.
Yactora passutus IDKB mocie xupyprideckoil KOppekiMH BPOYIEHHEIX MOPOKOB CepLa
coctaBisier oT 1 mo 17%, 4TO 3aBHCHT OT aHATOMMM MOPOKA M BHJA BBITOJHEHHOIO

Kap/IMOXUPYPruYeckoro BMeraTenscTea [7, 8, 17].

1.4 OcobenHocTH KOJMPOBAHUS 3200/1€BAHHS HJIH COCTOSTHUS (TPYIINbI 3200.1eBaHMil

HJIH cOCTOAHUIT) 110 MeK/IVHADO/IHOI cTaTHCTHYeCKOoi Kiaaccudukanun 6o/1e3Heii u

1podJeM, CBH3AHHBIX €O 310pOBbLEM
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144.0 IlpencepmHo-sKkeny OUKOBas BII0Kasa EPBOii CTENeHH
144.1 IpencepaHo-#xety 10uKoBas 0J0Kaa BTOPOH CTENeHH
144.2 TIpencepano-xey noukoBas 0JI0Kaja MOJIHAS

[44.3 Jlpyras u HeyTOYHEHHAs Mpe/ICepIHO-KENTy T0UKOBas OoKaza

1.5 Kiaccudukanug 3a00/1eBaHus WM COCTOSHHS (IPYITbI 3260/1eBanuii win

COCTOHHHIT)
B 3aBucumoctu ot cremenu Hapymienus AB IpoBOIMMOCTH BBIAENSIOT Tpu crenenun AB-
OJI0KaIbI:
o IIpencepano-xenynoukoBas Oyokana I crerneHu
o) llpencepauo-xenynoukonas 6iokana I cremenu — arpuoBeHTpUKyIspHas 6J10Ka @, THTI

I u II; 6irokana Mo6utna, Tun I u 1I; 61okana BTOpOH crenenu, Tam [ u II; 6nokana Beukebaxa
o) IIpencepano-xenynoukosas 6okana III crenenn — nosnnas 61okana cepya, 6iokaaa

TpeTbeH cTeneny [§8]

1.6 KiimHHuecKas KapTHHA 3200/1eBAHNS WIH COCTOSIHMSL (FPYINbI 3260 1eBANMI W
COCTOSANHI)

Crnextp xmuaudeckux mnposienennit IDKB 1mMpok u BapsHpyeT OT IOJIHOTO OTCYTCTBHS

CHUMIITOMOR JIO Pa3sBHTHS CEPACYHOH HEIOCTATOYHOCTH, CHHKOIANBHBIX COCTOSHHH M BHE3AIIHON
cvepTd. IDKB I crenenn MojeT BCTpevaThest y 3[0POBBIX J€TEH M MPOTEKaeT GecCHMIITOMHO.
Heru ¢ TDKB I crenenu, y xoTopeix JurensHocts uuTepsata PQ (R) or 240 mc u Goree,
HY)KJIAF0TCSL B HAOMIO/IEHUHM C NENBI0 KOHTPOJISL HAJl BO3MOXKHBIM [IPOIPECCHPOBAHHEM CTEIEHH

OJIOKaIBL.

Kiuanueckue npossienns 3abonesanus y nereit ¢ IDKB II-1I1 creneHn 3aBHCAT OT BEJIMYHHBI
nay3 puTMa, MCXOHOH YacTOThI CEPJIEUHBIX COKPAIIEHHH MIIH aKTHBHOCTH 3aMEIIAIOIIEr0 PHTMA.
lIpy BHE3aIIHO BO3HMKAIONIMX Iay3aX PUTMA BEJHK PHCK Pa3BUTHS CHHKONAIBbHBIX COCTOSHMIL.
IlosiBiieHHE CHMIITOMOB CEPACYHON HETOCTATOYHOCTH 3aBHCHT OT BO3MOJKHOCTH OOECIIEYHTDH
aleKBaTHBIH MeTabOIHYECKUM NOTPeOHOCTSAM MHHYTHBIA 0ObEM KPOBOOGpAIIEHHS, BEIHIAHA
KOTOPOTO 3aBHCHT OT YaCTOTBI CEP/ICYHBIX COKPAIEHHH U yJapHOTo 00beMa JIEBOTO JKeITy I0UKa.
Y pereit crapuiero Bospacta, HecMoTpsi Ha cHipkeHue YCC, MUHYTHEIH 06heM KPOBOOGPaIIeHHS
HOIEPXKUBACTCS YBEIMYCHHEM yIApHOro o0beMa, B OCHOBE YEro JIEXKUT HApPACTAHHE IIPH
OpajHKapIuH KOHEYHOTO JIHACTOIMYECKOrO pasMepa JIEBOTO JKelyjaouka. TakkMm oGpaszom,
TOSIBICHUEM CHMITOMOB CEPACYHON HEJN0CTaTOYHOCTH OyJeT 3aBHCeTh JMOO OT YPOBHS
MICXO/IHOM OpafvKapiuu W/um OTCYTCTBHS ajeKkBaTHoro npupocta UCC mpu Harpyske, a Takke

OT COKPATHTENBHOM (DYHKIIMH JICBOTO JKEITY JOYKA.
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Ocoboro BHUMaHMs B 9TOH CBSI3M 3aCHyXHBAIOT IUIOABI ¢ AMarHoctupopaHHoit [DKB.
[IpenukTopamMy pasBUTHS BOJAHKH IUIOJA M €r0 THOCAM SABJIAIOTCS YacTOTa COKpallCHUs
JKEITyTOUKOB MEHee 55 B MHHYTY, a npencepauii menee 120 B MunyTy. [Tnozas! ¢ mommoit IIDKB u
CTPYKTYPHOH aHOMaiued cepaua HMMEIOT Kak MAHEMYM 50% pHCK BHYTPUYTPOOHO# WK
nepuHaTabHOH rubenmu. Cpend HOBOPOXIEHHBIX ¢ u3oiupoBanHoit IDKB mourm 90%
ACHMIITOMHBI H MMEIOT HOPMaJibHYI0 (YHKIMIO JIeBOTO kenymouka. K dakropaM pucka
HebyaronpusTHOro uexosia IDKD y HOBOpoXx/IeHHBIX H JIeTel paHHEro BO3PACTa CIIELyeT OTHECTH:
4acToTa COKpaIeHUH XKelly J0YKOB MEHee 55 y1apoB B MUHYTY, 3aMEIIAIOLIMA PUTM C IMHPOKUMH
KEITYNOYKOBBIMH KOMIUIEKCAMH, HAJMYHE IKEMYJOYKOBOW HSKTOIMM, WIM BBICOKAS YACTOTA

COKparieHus npeacepauii (6onee 140 B MuHyTY).

Ipuctyner norepu cosnanus (cunnpom Moprambi-Anamca-CTokca) SBISIOTCS HaHOOIIEe IPKIM
KiiHH4YeCKUM TposiBieHueM IDKb II-III cremenu. [lpuumHoil moTepw co3HaHMs SBIAIOTCS
ATUTE]IbHBIE NIEPHOABI ACHCTOJIIMH JKEIyJOYKOB, T. €. IEPHOJBI OTCYTCTBHUS 3(P(PEKTHBHBIX
COKpaIlleHHH KeJTyI0YKOB, BO3HMKaIOIIKUE B pesynbrare nepexoxa [DKB 11 crenenu B momHyro
IDKD, xorna eme He Havan QyHKUMOHHPOBATH 3aMELIAONIMI BOTHTENL PHTMA JKEILyIOUKOB,
PacCIONIOEHHEIH HIDKe YPOBHS ONOKaIbl. ACHCTONMS JKEIyIOYKOB MOXET PasBUThCA M IIPH
PC3KOM yrHETEHHHU aBTOMaTu3Ma sKromuyeckux 1eHTpos 11 u Il mopsiaka npu IDKB I1I creneny.
Taxum 0Opasom, passuTHe CHHIPOMA CBA3AHO ¢ THIIOKCHEH MO3ra B Pe3yJIbTaTe PeIKOro PUTMa

COKpallleHUs JKEJIY JOUYKOB UIIH €ro OTCYTCTBHA.

Bposxnennas uzonuposannas IDKB HemocpecTBEHHO cBA3aHA ¢ HEOHATANBHAS BONYAHKOH —
CAMIITOMOKOMIUIEKCOM, JIHarHOCTHPYEMBIM Y HOBOPOXKIACHHBIX, MATepH KOTOPEIX YacToO
CTPa/ialoT ayTOMMMYHHBIMH PEBMATHYCCKMMH 3a00JI€BaHUAMH), U IIPOSIBISIONMMCS JBYMS
OCHOBHBIMH IIPU3HAKAMH — TIOPAKEHHEM KOXH M cepaua. [IpubIHM3uTeNbHO B IIONOBHHE BCEX
ONMCAHHBIX CITy4YaeB HEOHATAIbHAs BOJYAHKA IIPEJCTABICHA B BUEC W30JHMPOBAHHOTO KOXKHOIO
3ab0JeBaHus, a B IPYTOH MOJIOBHHE HAGIIOAEHNH — B BHIIE H30IHPOBaHHON AB-Gokanss. B 10%
CIIy4acB UMEETCs COYETAHHEC STUX CHHIPOMOB. Pellko HeoHaTallbHas BOTYAHKA COMPOBOKIACTCS

APYIMMH NPOSIBJICHHAMM, Yallle MpeXoasIuero xapaxkrepa [28].

Taxum o6pazom, npu mporHo3upoBaHuK TedeHus moiHoi [DKB u pHCKOB, CBS3aHHBIX ¢ HEH,
HMEET 3HaUCHHE: OIpe/ie/ieHHe reHe3a OoKa/ibl, BEISIBIICHHE BPEMEHH BO3SHHKHOBEHHUS U CTEIIEHH
nporpeccuposanust IDKD, Hanmuuie KIMHMYECKHX MPOSBICHHH, BKIIOYas CHHAPoM MopraHbu-
Anamca-Crokca. Hammame npucrtynos motepu cosHanust y maumentoB ¢ IDKB smnsercs

NPEeIUKTOPOM BHE3AIHOH cepredHoit cmeptu [7, 8, 14-17].
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2. luarnocTuka 3a00/1eBaHHs HIIH COCTOSIHHS (TPYNNbI 3260/ 1eBaHMI HIIH
COCTOSIHHI ), MEIHIIHHCKHE NIOKA3AHUA H MPOTHBONOKA3AHMS K IPHMEHEHHIO

METOA0B JHAI'HOCTHKH

Jlwarnos IDKB ycranapiuBaeTcst B COOTBETCTBHH C KJIACCH(DMKAIHSIMHU, TIPE/ICTABIEHHBIME B
pasaene 1.5, Ha  OCHOBAHMH  JOKYMEHTHPOBAHHOIO NOJATBEPKIACHUST  JNOOBIM U3
HHCTPYMEHTAJIbHLIX METOJIO0B HCCIECA0BAHUS B COUETAHHUH C KIIMHUYECKON CHMITTOMATHKOIA.
Kpurepun ycranornenns quarnosa IDKB prmouaert cietyronme srarmsr:

* BBISICHEHHC Kano0 u cOop anamiesa;

* 00BEKTHBHOE 00CIIEI0BAHNE;

* BoinonHenne DKI', XonTepoBeKoro MOHUTOPHPOBAHHKS CEpIEYHOTO PHTMA, IXOKapHorpapuu;
* JIpyrHe JOMOJHHUTEIbHBIE METOLI HCCIIC0BAHMS — Ha BTOPOM JTtare o0cienosanus (1o
MTOKAa3aHHsIM);

* uckioueHue ooparumeix npuuun IDKB.

2.1 Kanobbl U aHAMHE3

llpu ananu3e aHaMHE3a OCHOBHOE 3HAYEHME IIPHAACTCS BBIICHEHHIO OOCTOSTENLCTB
obnapyxenus IDKB: ciyvaiiHo TpH mnpoBeieHHM NPOGHIAKTHYECKOTO OCMOTPA HIIH
JUCIAaHCePU3aLNH, HA (JOHE Pa3sBUTHS OCTPOr0 BOCHAIHTEILHOTO MpPOIlecca, IIPH 00CIeI0BaHHH
110 NOBOJY XPOHHYECKOH IATOJOIMHM H T.J. TINAaTeNbHBIN aHanM3 aHAMHECTHYECKHUX JIAHHBIX

MMECT OJIHO U3 IIEPBOCTENIEHHBIX 3HAYCHUH B Olpe/ieleHny IpuuHEI pazeutus [DKB [7, 28].

Cpenn Hanbonee 4acToO BCTPEYAIOLIUXCS KAT00:

* CHHIKCHHC TOJICPAHTHOCTH K (PH3MYECKHM Harpy3KaM (OJBILIKA IPH HArpy3kKe);

* TOJIOBOKPY)KCHHE;

* MOTEps CO3HAHMs (CHHKONAJIbHBIE COCTOSHHS);

* KOXHBIC IposBieHus B ciydae ecid [DKB BXOZHT B CHMITOMOKOMILIEKC HEOHATAILHOI

BOJIYaHKH.

2.2 DusHKAJLHOE 00CAe0BAHME

e Pexomennyercs NpoBejieHHe (U3UKAILHOIO 00CIeN0BAHHS MAlMeHTa Ul IMarHOCTHKN
OCHOBHOI'0 3a00JICBAHUSI/COCTOSIHMSA, CTaBIIero npuunioil pazsutus IDKB. ITpu nposeennn
CTaHJapTHOIO0 KIMHHYECKOIO0 OCMOTpa clefyeT o0paruTh ocoboe BHMMAaHHE Ha
TEPMOMETPHIO OOIIYI0, H3MEPEHHE POCTa W MAacChl Tella, U3MEPEHHE YACTOTHI JIBIXAHHS H
4acTOTHI cep/ilieOuenusl, apTepuaIbHOro JaBJIeHHs Ha iepudepudecknx apTepusx [7, 29].

(YYP C, VI 5)
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® PGKOMGH,HYGTCSI [IPpH 06CI[€,[EOBEIHHH ITPOBOJHTEL BBIABJIICHUC U JAHArHOCTHKY COIIYTCTBYROIITHX
HapyUIeHUH PUTMA CEPALA H APHTMOTCHHBIX SJIEKTPOKAPAMOrpaHICCKIX CHHPOMOB [30-
33T

YYPC, YA 5)

2.3 JIaGopaTopHble THATHOCTHYECKHE HCCIeI0BAHNS

¢ Pexomenayercs npu BesBieHnu y peGénxa IDKB o poxxmenns wm mocie POXKJICHHS B
TCYUCHUE IEPBBIX INCCTH - BOCBMU MECALEB JKH3HH, 00CIeN0BaTh peOeHKa H ero MarTh Ha
HOCHTENIbCTBO aHThTe) Kitacea anti-SSA/Ro u anti-SSB/La mist noATBep:KneHus BPOKIEHHOTO

xapakrepa AB-6moxansr [10].

(YYP C, VUL 5)

Kommenrapuu: B nacmoswee epems 0ns eviaenenus mamepunckux anmumen x Pacmeopumoim
s0eproim anmuzenam 48-KD SSB/La, 52-KD SSA/Ro, u 60-KD SSA/Ro UCNONIL3YemCs Memoo
KOMUHECMEEHH020 ananusa paduonuzano. Ywumelisas mo, umo oOHApyoicenHble 60 6peMs
UCCNIeO0BAHUS. MamepuncKue aymoanmumena knacca anti-SSA/Ro u anti-SSB/La ocmaromes
HOJICUHENHO, MO UX Onpedeienue, 6He 3ABUCUMOCMU OM CPOKOE GLIAGNCHUS NOAHOI
AmpUOBEHMPUKYIAPHOTLL O10KAObI, NO360IACIM ORPEIeN UMb NPOZHO3 3aBONCEAHUS. U noOmeepOUm®

6POJICOEHHBIT XAPAKMeEP OaHHO20 HAPYWEHUS CePOYHO20 PUIMA.

* Pexomenzayercs oOmmuil (KIHHHYECKHI) aHATH3 KpPOBH Pa3sBEpHYTHIH, aHaIM3 KpPOBH
OHOXMMHUYECKHII OOlIeTepaneBTHYECKHH, HCCIEI0OBAHNE YPOBHA HaTpus B KpOBH,
MCCJIC/IOBAHUC YPOBHs Kallis B KPOBH, HCCIICJOBAHME YPOBHS OOIIEro Kaibl(ds B KPOBH,
HMCCIIC/IOBAHHAE YPOBHS/aKTHBHOCTH H30()EPMEHTOB KPEATHHKUHA3E B KPOBH, HCCIEOBAHME
YPOBHS TponoHHHOB I, T B KpoBu, ompeie)ieHHe aKTHBHOCTH JIAKTAT/ACTHPOreHasbl B KpPOBH
npH BbLABICHHH y pebénka TDKB ¢ menbro HMCKIIOUEHHS 37IeKTPOIHTHBIX HapyILIEHHUI
(rumepKaiMeMus M THICPKAIBLHEMHS) M BOCHAIHTENILHBIX/HIIEMHUYCCKHX IIOBPEXKICHHN
MHOKap#a [7, 8, 14-16, 29].

(¥Y¥P C, ¥ 11 5)

* PexoMenzyloTCs IpyTHe MeTo/1bl AMATHOCTHKHY, HAITPABICHHbIE HA BHIABICHHE [TOTEHIHATHHOM
npuiunel passutst IDKB (Tabn. 1) [7, 8, 14-17, 29, 34, 35, 36].

YYPC, YA 5)

KommenTapun: Creyuguuecxoir nabopamopuoii ouaenocmuxu TIDKB e cywgecmeyem, 3a

uckmodenuem usonuposannoil eposcoénnoit IDKB. Hsmenenus ¢ aabopamopneix noxazamensx

Hecneyuuuiel U AGNAIOMCA  NPOAGICHUAMU — OPYeUX CONYmMcemeyIowux — 3abonesamisil.

l'enemuueckoe uccinedosauie Np()(f()()l!ﬂ?C‘ﬂ 6 CeMbix ¢ H()(j().’s’p(.’Hué‘.M HA HACTeOCMEEeHH bl
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xapaxmep napyuieHui npogoOUMOCHIU, 1UOO NPU HATULUL OPYRUX (PEHOMUNUYECKUX RPUIHAKOG
HACAEOCMBEHHbIX CUHOPOMOG Y nayuenma. TIpocodsmes ucciedosanus ¢ yenvlo sepupurayu
6030yOumens mexyuje2o undexyuonnozo npoyecca (onpedenenue anmumen xiaccos M, G (IgM,
IgG) x adenosupycy (Adenovirus) ¢ xposu; Monexyrapno-6uonozuueckoe ucciedosanue
nepugpepuueckol u nynoeunHol kposu Ha napeosupyc B19 (Parvovirus B19); Onpedenenue
anmumen x napeosupycy B19 (Parvovirus B19) e kposu, Onpedenenue anmumen xnaccos M, G
(1gM, IgG) x eupycy Omumeiina-bappa (Epstein - Barr virus) 6 kpos; Onpedenenue anmumen k
supycy kopu 6 xposu, Onpederenue anmumen x eupycy xpacuyxu (Rubella virus) é xposu;
Onpeodenenue anmumen « yumomezanosupycy (Cytomegalovirus) 6 xposu, Onpedenenue
anmumen k cmagpunoxoxkam (Staphylococcus spp.) 6 kposu; Bakxmepuonozuyeckoe ucciedosanue
omoenaemo20 u3 3e6a Ha cmpenmorkokk zpynnei A (Streptococcus gr. A); Monexynspro-
Guonozueckoe uccredosane MA3K08 €O CIUUCMOL 0GONOUKU HOCO2NOMKY HA 8030YOUMENb
ougpmepuu  (Corynebacterium diphtheriae); Onpedenenue anmumen x eupycy Kieujeéozo
sHyepanuma 6 kpoeu; Onpedenenue anmumen K 6030YOUMENAM UKCOOOBBIX KIEUEBLIX
boppenuozoe epynnel Borrelia burgdorferi sensu lato 6 xposu, Onpedenenue anmumen K supycy
npocmozo 2epneca (Herpes simplex virus) é kpoeu, Monexynapno-buonozuvecrkoe ucciedosarnue
Kpoeu Ha eupyc eepneca yerosexa 7 muna (Herpes-virus 7); Onpedenenue anmumen x eupycy
eepneca yenogexa 6 muna (Herpesvirus 6) 6 kposu, Onpedenenue anmumen kiaccoé M, G (IgM,
1gG) x supycy ummynodeuyuma uenosexa BUY-1 (Human immunodeficiency virus HIV 1) &
kposu, Onpedenenue anmumen knaccos M, G (IgM, IgG) x eupycy ummynodegpuyuma uenosexa
BHUY-2 (Human immunodeficiency virus HIV 2) 6 kposu, Hccredoeanue ypoeHs anmumen Kiaccos
M G (IgM, IgG) x eupycy ummynooepuyuma uenosexa BUY-1/2 u anmucena p24 (Human
immunodeficiency virus HIV 1/2 + Agp24) ¢ kpoeu, Monexynapno-6uonozuyeckoe ucciedosanue
kposu Ha eupyc Inwmenna-bappa (Epstein - Barr virus); Monexynsapro-6uonozuyeckoe
Uccne008anue MasKoe co CAU3UCMOT 060104KY HOCO20mKU Ha adenosupyc (Human Adenovirus);
Monexynsapno-buonozuueckoe uccredosanue nepupepudeckoii u nynoGUHHOT Kpoeu HA 6upyc
kpacuyxu  (Rubella  virus);  Onpedenenue  mokcunos 3010mMucmozo  CMAPUIOKOKKA
(Staphylococcus aureus) ¢ obpasyax gexkanuti; Humynoxpomamozpaguueckoe sxcnpecc-
uccneQosanue MAaska u3  3e6a HA CMpenmokokku epynnel  A;  MukxpoGuonozuueckoe
(Kymemypaneioe) uccredosanue Crusu U WIEHOK ¢ MUHOGAUN HA NALOYKY Oughmepuu
(Corinebacterium diphtheriae); Onpedenenue cymmapuwlx aumumen K 6uUpyCy KIeue6o2o
sHyepanuma 6 Kkposu; Onpedenenue CYMMAPHbIX anmumen K 6030YOUMeNsiM UKCOOOGbIX
Knewesblx Ooppenuosoe epynnet Borrelia burgdorferi sensu lato 6 xposu; Onpederenue

anmueenos eupyca npocmozo 2epneca 1 u 2 munoe (Herpes simplex virus types 1, 2) ¢ kposu.
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24 HHcTpyMeHTAJIbHbIE THATHOCTHYECKHE HCCJIECA0OBaHMA

e [lanuentam ¢ rojgo3peHyemM Ha HapymeHue AB IpoBOIMMOCTH PEKOMEH/YETCS PErnCTpanis
OKI' B 12 orBefeHMsAx i NOKYMEHTAI[MM XapaKTepa pPHTMa, YacTOThl COKPAILICHHI,
HapymeHHs nposopumoctd. [lpu mocrosinHoM napymenmnm AB mpoBenenust crampapTHas

nosepxHocTHast OKI" nocrarouno undopmarusua. [8, 14, 15, 17, 29]. (Ipunoxenne A3.3)
YYPC,YI15)

Kommenrapuu: IIDKB I cmenenu ouaznocmupyemes npu ysenusenuu unmepsana PQ (R) ceviue:
y demeii om () 0o 2 nem — 0,15 cex; y demeti om 3 do 10 nem — 0,16 cex; y demeti om 11 do 15 nem
— 0,18 cex; y demeii cmapuezo 6o3pacma u eé3pocivix — 0,19-0,20 cex. Ipu IIDKE I cmenenu éce

3y6ybr P «nposoosamesy K Jceiy00uKam npu NOCMOAHHOM, HO NPOLOH2UPOGAHHOM unmepeane PO
(R).

Cywecmeyem neckonvko snekmpoxapouozpaguueckux eapuanmos IDKE II cmenenu: mun
Mobumy I, mun Mobumy II. AB 6noxada Il cmenenu mun Mobumy I, unu 6nroxada Camoiiniosa—
Benxebaxa, xapaxmepuzupyemca npozpeccupylowum yonunenuem unmepeana PQ (R) na KT ¢
HOCIEOYIOWUM  BbINAdeHUeM  JHcenydoukoso2o  komnaekca. Ilpu smom  ckiadwiéaemcs
3akoHomepHocms. unmepean PQ (R) nepeo evinadenuem (neped OnunHou nay3oi) okazwieaemcs
npoodonscumenviree unmepsana PO (R) nocae suinadenus komnaexca QRS (cpasy nocne onunnoii
nayswl). JKenyooukoebie KOMRIEKCbl, KAK WNPABUNO, UMEIOM HOPMANLHYIO (opMy, max Kax
CUHXPOHHOCMb 6030ydicOenus dcenyooukos He Hapyuwaemes. Ipu IDKE IT cmenenu mun Mo6umy
Il svinadenue omoenvHbLIX JHCETYOOUKOBHIX COKPAWEHUTI HE CONPOEOANCOAemcs NOCHMEeneHHbIM
Yyonurnenuem unmepeana PQ (R), komopulii ocmaemcs, ROCHOAHHBIM, M.e. He USMEHAIOUUMCS. Om
YUKNA K YUKILY (HOPMATbHBIM UNU YONUHEHHbIM). Boinadenue Jcey00uKko6bix KOMIIEKCOE MOJCem
uMemp OnpeoeneHHyIo 3aK0HOMEePHOCMb, HO uauje ce2o bvieaem becnopsadoynsim. Jlannviii mun
Hapyuienus nposedenus 6 AB coedunenuu 0bycio6ieH OUCMANbHBIM NOPANCEHUEM NPOBOOAUYCT]
cucmemvt. Qoun uz eapuanmoe IDKE 11 cmenenu nonyyun naseanue IDKE évicokoil cmeneny, mak
KAaK, Cmenenb HApYWieHus ampuoseHmpukyIapHoOl NpoGooumMocmu npu smou  6noxade
SHAYUMENLHO BblULE, YMO NPUBOOUN K YACMOMY bINAOEHUIO KOMIIEKCO8 UL BbINAOEHUIO NOOPSIO
HECKONbKUX JICey00HK068bIX Komniekcos. [lpu evicokoti cmenenu IDKE ewinadaiom 0éa u 6onee
2ACENYO0UKOBLIX KOMNIIEKCO6 NoOpsd (brokada 3:1; 4:1 u m.o.). Ilpu dannom éapuanme 610oxkadvt
passusaemcs peskas 6Opaduxapous, 4mo Mmoocem Oblmb HPUYUHOU PA3GUMUS CUHOPOMA

Mopzeanvu-Aoamca-Cmoxca.

IIpu IDKE 1T cmenenu (nonnas IDKE) umnynscel uz npedcepous noiHoCmulo He nposoosmces K
arcenyoouxam. Ilosmomy npedcepous u JHceryOOUKU COKPAWAIOMCS HE3ABUCUMO OpYe om Opyea,

Kasicovle 6 c60em pumme: npedcepous 8 Honee YacmoM, CUNYCOBOM pumme, a HCenyOOuKu - 6
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pumme AB coedunenus. Ilpu smom onpedensemcs O0G0NbHO GbIPANCEHHAA JICENYOOUKOBAS
OpaduxapOus, u pumm Jiceny0ouKos, Kak npaguno, puuonvil. Eciu wvacmoma npedceponvix u

DICeYOOUKOBBIX COKPAUEHUT OOUHAKOBA, MO OUAZHOCUPOSamb NoAHYI0 AB brokady mosicho npu
Onumenwhou pecucmpayuu IKI', kozda 6osnuxaem nepuod Hecoomeemcmeus npeocepoHbIX U

ACENYO0UKOBBIX COKPAUEHUI.

° Pexomenayercs IIpOBEIEHHME XONTEPOBCKOrO MOHHTOPUPOBAHHS CEPJEUHOTO PHTMA IIpH
MHTEPMUTTHPYIOIIEM TCUCHUH HapyIueHHs AB NpoBOAHMOCTH H IIpH ONIpe/IeIeHUH TTOKA3aHUIH

K HMIUIAHTALlMK 3JIEKTPOKapaAHoCTUMYyJisitopa [8, 14, 15, 17, 29].

(YVP C, VI 5)

Kommentapuu: Xonmeposcroe monumopuposanue cepoeunozo pumma noseonnem npogodunts
Habnooenue 3a pummom cepoya na npomsaxcenuu 24 u 6oree wacos. Jlannwiii memoo
UCCNe008AHUSL  UCNONb3YemMCA npu  OuazHocmuke npexodawux gopyv IDKE.  Pesyrsmamut
XOIMEPOBCKO20 MOHUMOPUPOBAHUS  CePORYHO20 DPUMMA  YYUMbBIBAIOMCS NpU  OnpeoeseHul
ROKA3AHULL K uMnianmayuu snexmpoxapouocmumynamopa npu IDKE: nanuuue cenydouxosoi
IKMONUY, 3aMewaIowec0 PUmmMa ¢ WUpPOKUMU IACETYOOUKOGIMU KOMWIEKCAMU, nay3 pumma

bonee uem 6 3 pasa npesvimaroujue 6az06vii pumm.

e PexomenIyercs mpoBeneHue asneKTpoxapauorpaduu ¢ (usMueckoil Harpyskoif mpu
BEIBIICHHH Y peO&HKa [DKD ¢ menblo 1MarHoCcTHKM XpOHOTPOIHO# HeocTarounocts [29, 37].

(YYP C, VI 5)

Kommenmapuu: Pexomendyemes ucnonvzosame mecmol ¢ 03upoBaHHOT usu4eckotl Hazpy3koii
(6enospeomempusn u Op.). Cnedyem yuumoi6amo, 4mo OAHHbIE MECMbL UMEION 02PAHUYEHUS NO

803pacmy u pocmy nayueHma.

o Pexomenuyercs mnpoBefieHHe sXokapauorpaduu mpu BeIsBiIeHuM y pebénka IDKB ¢ nenbro
JAHArHOCTHKH CTPYKTYPHOH — MATOJIOTMM Cep/lia, OpraHMYeCKOH MartosorHd MHOKapja
(KapIHOMHOTIATHH), ~ HPH3HAKOB  APHTMOTEHHOW  JUC)YHKIMH  MHOKApia, OIEHKH
reMOJIMHAMHYCCKOM 3HaYUMOCTH apuT™MuH [8, 14, 15, 17, 29].

(YYP C, VI 5)

Kommenrapuu: 7100 apummozennoii oucynxyueii muoxapda noopasymeeéaiom 6mopusuHyio
06pamumyio OUCHYHKYUIo MUOKApOQ, RPOAGIAIOWYIOC dunamayueil 6cex noNOCmetl, HAYUHas ¢
NpedcepOnbIX Kamep, ¢ NOCIeOYIouuUM CHUICEHUEM COKPAMUmMensHotl cnocobHOCMU MUOKapod
JICeNYOOUKO8, BO3HUKHOGEHUEM OMHOCUMENLHOT MUMPANLHO pe2ypeumayu u paseumuem

30CMOUHOT CepOeYHOll HEDOCMAMOYHOCMI.
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2.5 Unble JHarHocTH4ecKre HecJdeJ0BaAHUS

JuddepennuansHas qUMardHocTHKA.

Huddepenunansupii  nuarnos IDKB [ crenmeHu HyKHO NpPOBOIUTE € 3IKTOMHYECKOH
npeacepaHoil TaxuKapaueil c¢ ynauHenneM AB nposoaumocTH. 3anmbl AKTONMHYECKOl
TaXUKapuKu HAYMHAKOTCS Yepe3 okerpackcToluio, YCC Beille, 4eM 4acToTa OCHOBHOI'O PHTMA,
Mopdosorust 3ybua P oKTOMMYECKOH TaXMKApAMH OTIHYACTCS OT MOp(hOJIOTHH CHHYCOBOTO
pUTMa, 3aJIIbl 3aKAHYMBAIOTCS, KAK IPABHIIO, Yepe3 Mays3y PHTMa HIH 4epe3 OJOKApOBaHHE
CYNPaBEeHTPHUKYIISIPHOH 3KCTPACHCTOIIHH,

Huddepennmancupiit  aumarnos  IDKB ¢ GJa0KHpoOBaHHOIN  CynpaBeHTPHKYJISPHOIL
dKeTpacHceTond. Hanuuue GnokupoBaHHOH CynpaBeHTPHKYISPHOH 3KCTPACHCTONMH HHOTIA
MOJKET CO3/1aBaTh BICYATIICHHE, YTO y NAlMEHTa MMeeTcs HapyuieHue AB mposoguMocTH H
MOJKET OBITh OLIMO0YHO MOTYT IIOCTaBUTH Juar€o3 AB Gmokana 11 crenenn tun Mo6uni 11 (2:1).
Ha OKI' u na cyrousoMm MouuTopupoBaun OKI' y Takux GONBHBIX OTMEYAIOTCS YACTHIE
CyIIpaBEeHTPHKYJISIPHBIC 9KCTPACHCTOEI, Mopdosorus 3ydia P otmuyaercs ot cunycoporo 3y6ua
P. CynpaBeHTpuKyIApHAs 3KCTPACHCTONS MOXKET ObITh ¢ abeppalnueii (¢ yimupeHneM KoMIuieKca
QRS) B Buyte 3anm0B (3-x 1 6ojiee SKCTPACHCTOI MOAPSIA) HKTONMYECKOH TaXHKAPIHH.
Auddepennmanbueiii muarnos IDKB ¢ AB aumccoumanmeii. XapaktepHrri mpussak AB-
JMCCOLMAIIHMH - YACTOTa YKEJIyJI0YKOBBIX COKpAIlCHUH BBILe, YeM Ipeacepaubix MO0 yacToTta
KTy JOUKOBBIX COKPAIICHHH COBIIANAcT ¢ PUTMOM COKpaIeHus npeacepaui. AB nuccomuanus
HaOIIFO/IA€TCs. [IPH BBIPAXKEHHOH CHHYCOBOH (Tpefcep/HON) Gpamdkapiuyd HIH yCKOPEHHOM

y3JI0BOM pUTME [7].

3. .JqueHue, BRJIKOYasi MEAUKAMEHTO3HYIO H HEMEIHKAMEHTO3HYI0 TEpPaNHH,
AHETOTEPAINHIO, 066360J]HB3HH3, MEAHUIHHCKHE NMOKa3aHHUS H
IIPOTHBONOKA3AHUA K NPUMEHEHHIO METOAO0B JIEYECHHUS
Jleuenne nanmentos ¢ 6eccumnromuoit IDKB e TpeGyercs. Vckimodenue COCTARMISIOT CIyyan
IIPOBE/ICHHUST STHOTPOIHOM, IIATONE€HETHYECKOH M CHMIITOMATHYECKOW Tepamuu 3aboJieBaHMiA,
cTaBIIHX NpHunHON passutHs IDKB. Ho HezaBucnMo ot npuunnel AB 6i10ka/ibl, Ipy MOSBICHHH

CHMIITOMOB, CBS3aHHBIX ¢ OpaguKap/uet, MPOBOIUTC XUPYPIHYECKOE JIEUeHHE — HMILIAHTAIHS

KapJIHOCTHMYJIITOpa
3.1 KoncepBaTuBHoe JiedyeHHe

L Pekomeﬂﬂ,‘ye“rca HasHa4YCHHUE Iperapara M3 IpyIIlbl aJIKAJIOHIbI 6€.J'IJ'IaILOHHBI, TPETHYHBIC

aMUHBI (#ATPONIMH**), ¢ HENbI0 KyNHPOBAHHUS KPHTHYECKON (CHMNITOMHOM) GpaauKapiuu
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npu [DKB II-IIT creneny B HEOTIOXHBIX CHTYaLUsIX [OCIIE POXKIEHHUS B IoG0M Bospacte [15
16, 29, 39, 40].
(YYPC,YIAS)

Kommenrapuu: IIpenapam #Amponuna ** eeodumcs 6 sxcmpennvix ciyuasx GHYMPUBEHHO 8
oose 0.01 me/ke

o Pexomennyercs HasHaueHHe A[PCHEPrHYECKHX H  J0(aMHHEPrHYECKHX CpecTB
(#onmuuegpun**,  #JlonaMun**) ¢ HeNbl0 KYMHPOBAHUS KPUTHUECKOH OpagdKapiuu Ipu
IDKB II-III crenenu B HEOTNOXKHBIX cuTyauusx [29, 39, 41]. (Ipuaoxenune A3.2)

YYPC, YA 5)

Kommenrapun: Ilpenapam #Onunegppun**  npumensemcs 6 sxcmpennwix crywasx npu
2eMOOUHAMUYECKU SHAYUMOTl bpaduxapOuu na gone IDKB. Beooumcs enympusenno (unghysus)
co ckopocmeto 0,05-0,5 mre/xe/mun. Ilpenapam #Jonamun™** npumensemcs 6 sKcmpenmvix
CAYHAAX NPU 2eMOOUHAMUYECKU 3Ha4uMoll 6paduxapouu na pone TIDKE npu ycnosuu nuskoii
BePOAMHOCIU PA3GUMUA UteMUU MUokapoa. Beooumes enympueennoii (unghysus) co ckopocmuio

om 5 00 15 mxe/ke/mun. Cmapmosas 003a 5 Mre/ke/Mun ¢ NOCIOVIOWUM YEeUdeHUEM.

° PGKOMeHI[y CTCA O9THOTpOIIHAA, I[MaTOTr€HETHYECKast H CHUMIITOMaTH4YECKas Tepamnusa

3aboneBanuii, cTaBIUX NpuuHHOil passutus [DKB (tabn. 1) [7, 8, 14-17, 29, 34, 35, 36].

(YALS, YYP C)
3.2 Xupypruueckoe jiedeHHe

3.2.1 BpemeHHAs 3JIeKTPOKADPIAHOCTHMY ISIMS /]IS JIeYeHHS HEOTJIO0KHBIX COCTOSHM

npu IKB

® PCKOMGHI{}’CTCH YCTaHOBKa BPEMEHHOI'0 OIHOKAMEPHOI'0O HE YacTOTHO-aJallTHBHOIO

3JIEKTPOKAPAUOCTUMYJISATOPA,

e VY gereit ¢ IDKB II-1II cTenienu B cirydae oTcyTCTBHA S (heKTa OT HCIOML30BaHUs #aTpormHHa
%k k%
W aJIpeHEPruYecKuX H N0(paMUHEPIUYECKHUX CpeAcTB (#amuHeppuH , #momamuu ) Tpu
HaJIMYMH  CHMIITOMHOH Opamuxapiuu (cMHKOmTE, TIPU3HAKM 3aCTOMHON cepieyHoi
HE/IOCTATOYHOCTH, Y HOBOPOXK/IEHHBIX IIPH YaCTOTE CEPICYHBIX COKPALICHHH MEHEe 55 ynapos
B MHHYTY B OTCYTCTBMM CUMIITOMOB) [38, 42-45].

(YYP C, VI 4)

Kommenrapuwn:  Bpevennas anekmpoxkapouocmumynayus yoscem  Oblmb  0CYUjecmenend
YPECKOJICHO,  YPeCNUWeGOOHO  Uiu  NymeM  66e0eHUSs  MPAHCEeHO3H020  21eKkmpodd O

NEeKMPOKAPOUOCTIUMY LAY UL Hcenonvzosanue GpeMenHol MPAHCEeHO3HOL
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UCKMPOKAPOUOCTUMYAAYUU NPU OPAOURAPOUSIX Y Demeti Gempeudemes peoko, ROCKOIbKY PUCK
BO3HUKHOBEHUS OCMPO20 HEOIA2ONPUSIMHIO020 CePOCYHO-COCYOUCHIO20 COOLIMUS, CEA3AHHOZ0 C
LDPKD, nuskui, a 6peMenndas mpanceenosnas CcmumMyIayus CGA3ANd C  OCI0ACHeHUSMIU.
Coobugaemen o wacmome nedceramensHuX AGICHUL, CEA3AHHBIX ¢ GPEMEHHOT IMPAHCEeHO3HOU
docmynom  om 14 0o 40%. Puck ungpexyuonnvix ocioxcnenuii npu UMRIGHIMAyUY
KAPOUOCIUMYIAMOPA  YEeAUNUBAEMCS Y NAYUCHINOG,  V KOMOPbIX — echb  6PeMeH bl
KApOUOCMUMYIAmMop 00 nocmosnnoti uvnianmayuy. OOHAko 6 psoe  cayuaes epemenids

CIMUMYIAYUA CYUMACCS KAUHUYECKU HeoOX00UMOT,

3.2.2 IlocTosIHHASA YJIEKTPOKAPHOCTHMY TSI

ITocTostHHAs DJIEKTPOKAPIHOCTAMYJIALHS IPOBOJUTCS C MOMOMIBIO MMILTAHTHPOBAHHbIX
9JIEKTPOKAPIHOCTHMYJIATOPOB.
M30JIMPOBAHHAS BPOXJIEHHAS [DKB
o [lTaumenram ¢  wu3onuposanmoit  spoxaénuoii IDKB Il cremenw  mMmjaHTaiums
KapJIMOCTUMYJIATOPA PEKOMEH/TYCTCSl IIPH HAJIMYMH CHUMIITOMOB, CBSI3aHHBIX ¢ OpaauKapanei

(cHHKOIE, cepieunas HeJIOCTaTOMHOCTE) [46, 47, 48, 49,50].
(YAX 4, YYP C)

e [lamentam c¢ pBpoxaéunoit IDKB 111 cremenw wummnantanus KapIMHOCTUMYJIATOpa
PCKOMCHIYETCS TIPH HAJIMYHN CUCTONHYECKOH JIMCPYHKIMH CHCTEMHOTO JKemyqouka [17, 48,

50, 51, 52, 53].
(VI 5, YVP C)

e [laumentam ¢ Bpoxéunoii IDKB Il cremenw wmmianTtanus KapJAHOCTUMYIISiTOpa
PCKOMCHAYCTCA NPH  HATHYMH  [IMPOKOKOMILIEKCHOTO 3aMEIAIOIIET0 PHTMA, CJIOKHLIX
JKEITyIOUKOBBIX HapYIICHHH pHTMa cepiua (moanMopdHas SKCTPAaCHCTONHA, IPYIIOBast

OKCTPaCcHCTOJINS, HKEeJTy I0UKoBas Taxukapaus) [17, 48, 50, 51, 52, 53].
YA45,YYP Q)
® ACHMIITOMHBIM TAlIMEHTAM II€PBOro roja >ku3uu ¢ BpoxacHunoit IDKB 111 cremenn

UMIUIAHTANMS  KapAHOCTUMYJISATOPa PEKOMEHJYETCs IPH CPeAHeH uacTore COKpauleHHiH

xKeqynoukos < 50 ynapos munyTy [48, 50, 54].
YOS, YYP C)

* ACHMITOMHBIM HallMeHTaM B Bo3pacrte crapme | roma c¢ Bposaénuoit IDKB 111 crenenu
HMIUTAHTAlHsT  KapMOCTUMYJIATOpa PEKOMCHAYCTCS IPH CPEJIHEH 4acToTe COKparieHui

KeAyIoukoB <50 yJAapoB MHHYTY HIM [P HAIHYMH BHE3ANHBIX I11ay3 pHTMa 110
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NPOJIOIKUTEIBHOCTH, NPEBBIIAIOMKX 0a30BLIH puT™ Ooee yem B TpH pasza [17, 50, 51, 53,
54, 52|
YA 5, YYP C)

o VMITaHTAlMs KapaMOCTHMYJISITOPa PEKOMEHJIyeTcsl MamdeHTta ¢ Bpoxadumoi IDKB 111
CTENEHH COMPOBOX/IAIOMIEHCS IMIaTallkel CUCTEMHOTO JKeyouKa (okasarens z >3). [50,
53].

(YA 5, Y¥P €)

IDKB TTPY BPOXJIEHHBIX IIOPOKAX CEPIIA

VIMILtaHTalms: KapAMOCTUMYJISTOpa pekoMentyercst Ipu Bpoxaéuuoit TDKE 111 crenenu y
HOBOPOJKICHHEIX M JETeH MEePBOro rojla JKM3HM CO CIOXHBIMH BPOXKIEHHBIMH [OPOKAMH
cepana, Korja OpaJuKapius CBA3aHA C HApYIICHHEM TEMOAMHAMHMKH MJIH KOTIA CPEHSs
JacToTa COKpalleHus ey 104koB <60—- 70 ynapoB B munyTy. [50, 52]

(YAAS, YYP C)
[TOCJIEOIIEPALITMOHHAS ITKB

e llarmenram ¢ IDKDB I1-111 crenenu Bo3HUKIIEH 110CTE KAPAHOXHPYPrHUECKOTO BMELIATEIHCTBA
MUMIUTAHTALMSA KapAHOCTUMYJIsiTopa pekoMenjtyercs npu coxparenwnu [DKB Ha mporsikenun
donee 7-10 nueii [17, 50, 52, 53, 57].

YAA5,YYPCO)

* VMiuiaHTanus KapJMOCTUMYJISITOpa peKoMeHyeTcss mpu mporpeccupyromneit 1DKB 11-111
CTENCHH B OTHAIEHHOM  IOCJIEONEPalMOHHOM  [epuoje  OCOOEHHO  Korja
KapZIHOXUpYprudecKoe BMenatesibeTo 0bu10 ocnoxueno IDKB III crenenu ¢ nocnenyromeit
TpaHcpopmarye B cHHycoBbIi putM. [50, 58].

(YAA S, YYPO)

o llanpentaM ¢ HeOOBACHMMBIME  OOMOpPOKAMH  IEPEHECHIMX  KapAHOXHDPYPrHIECKOE
BMeIIarenbeTBO ocniokHEHHOe [DKB III cremenm ¢ mocnemyromed Tpanchopmaiiei B
CHHYCOBBIH DPHTM HMIUIAHTALMS  KApIHOCTHMYJISITOPA PEKOMEHAYETCS INPH  HATHIHH
0CTaToYHOH OubacuuKyIIsIpHOM Ookans! [47].

(YYP C, V1 5)

ITPUOBPETEHHAS KB, CBSI3AHHAS C IPYTUMM [TPUUMHAMMU
¢ Ilanuentam ¢ npuobperénnoit IDKB II — III cTemeHH MMILIaHTalMs KapIHOCTHMYJISTOpA
PEKOMEH1yeTCsl IPU CHMIITOMHOM OpaTuKapAuu, CUCTONIMYECKOM quchyHKIMEH CHCTEMHOTO

KeTyJoYKa B OTCYTCTBHH 00paTuMbIX npu4uH [17, 50].

(YYP C, VI 5)
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o VmmianTtamus KapJHOCTUMYJIATOpA PEKOMEHAYETCS IallHeHTaM ¢ HeﬁPOMBIH.IC‘-IHLIM
3ab0IeBaHHCM NIPH HAIMYKK CAMITOMHOH Opaukapauy Ha dore [DKB moboi crenenn [ 17,
50..51,59],

(YYP C, VI 5)

¢ [lanmentam ¢ IDKB moGoff cTeneHn w/mim ApYrMMH HapyIIEHHSAMH IPOBOLMMOCTH TIpH
cunnpome Keprca-Celipa nMIIaHTaIis KapauocTuMy IsTopa PEKOMEH LY eTes H3-3a BBICOKOH
BeposTHocTH Tporpeccuposanus IDKE [50, 60].

(VI 4, YYP C)

o Vmnnantaums KapAHOCTHMYJSITOpAa PEKOMEHJyeTcs MalMeHTaM ¢ MHOTOHHYECKOH
muctpopueit 1 Tuma mpu IDKB 1 cremenm (PR>240 Mcek) mimm  3aMemjieHuu
BHY TPHIKEITY IOYKOBOH IPOBOJUMOCTH (IIPOJIOIDKHTENRHOCTE KoMIulekca QRS >120 mcek)
[50, 61].

(YYPC,YI5)

e Mmmnanranus  KapJMOCTHMYIATOPA PeKOMEHIYeTCs MallMeHTaM ¢  3ab0JIeBaHMsIMH,
BBI3BaHHBIMH MyTarusamMu rena LMNA, xopupylomero cunares 6enka namun A/C (MpleyHast
nuctpotpus Dmepu-Jlpeiidyca, nosicHo-koHeuHOCTHAsS MbIuteynas auctpodus) mpu [TDKB 1
crenenn (PR>240 mcex) n/mmm Groxaje eBoii Hoxku myuka ['uca [50, 62].

YYPC,YIA5)

Kommenrtapuu: Ipu nanuuuu nomenyuaisno obpamumerx npuyun IDKE nem neobxoousocmu 6

ROCMOAHHOU  dnekmpokapouocmumynayuy. YV  nayuenmos ¢ IDKE npu  muomonuyeckoi

oucmpouu | muna, a marace na gone zaborecanull, GbLIIBAHHLIX MYMAYUAMU 0OHOZ0,

kooupyiowezo cunmes 6enxa namun A/C (mbuueunas oucmpogus Dmepu-llpeiipyca, noscio-

KOHEYHOCMHA — MblUleYHds.  Qucmpohus), 6  Kayecmee —albMepHAMUGL.  UMIIAHMAYUY

2NEeKMPOKAPOUOCIUMYIAMOPA, ~ Cledyem  PAcCMAmpUsamo UMRIAHMAYUIO  KAPOUOGepmepd-

Oeubpunnamopa.  Jlo  docmudicenus  eeca 15 k2 nposodumcs — ummiaHmMAyus

2NEKMPOKAPOUOCMUMYISMOPA C UCNONbIOGAHUEM MONBKO INUKAPOUANBHBIX INeKMpPodos. YV

Mnaodenyes u Oemeil pannezo 603pacma co CMpPYKMypPHO HOPMALbHBIM CepOyeM, USONUPOBAHHOT

AB  Onokadou u HopmanvHou gynxyueil oHceiy0OuK08 € Kauecmee UCXOOHO20 pedcumd

Kapouocmumynayuy npPeonoYmMUmenbHoO npumeHeHue HOCIMOSHHO20

QACKMPOKAPOUOCTIUMYAAMOPA  UMPIIAHIMUPYEMO20  0OHOKAMEPHO20,  YACTOMHO-UOaNMUGH 020

HEE - Dnookapouanehas uMRIAHMAYUS NeKmMpodos OONYCMuUMa HO OOCMUNCEHUU pebérrkom

maccer mena paswou 15 ke, Ilpu macce mena om 15 0o 19 ke umnianmupyemcs

2NEKMPOKAPOUOCTIUMYNISIMOD UMRAGHMUPYEMbLE OOHOKAMEPHDBLY, YACHOMHO-A0aANMUGHBILI***.

Ilpu  macce mena 20 ke u OGoree UMWIAHMUPYEMCA  INEKMPOKAPOUOCHIUMYIAMOP
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UMPLAHMUPYEMbLU  OBYXKAMEPHbLY, — YACMOMHO-A0anmueHuLi ***,  [Ipomusonokazanus K
IHOOKAPOUAILHOU UMPIAHMAY U INeKMPOOOS. NPOME3UPOBAHHbLI MPEXCMEOPYAMbLIl KNANAH,
npago-negviil sHympucepoeunsiti wynm, BIIC u rxoppuzuposannsie BIIC npensmcmeayiowjue
MPANCEEHOIHOMY OOCHIYNY K KaMepam cepoya (Hanudue anamomuieckux 6apbepos), nosmopibie
oucnoxayuu 21ekmpodoe [63-65].

LIpu snukapouansHol CmuMyLIAYUY UMAIGHMAYUs INEKMPOO0E HA 6ePXYULKY U GOKOBYIO CMEHKY
16020 Jicey0OYKA umeem HAubONLUUTI NOMENYUAL 0N NPedomspaujeHus QUCCUHXPOHUU U
CHUJICEHUS, COKPAMUMENbHOU QYHKYUY, CIUMYISYUS 8bIX00H020 omodend u 60k060ti cmenxu IIK

CEA3ANA C BbICOKUM PUCKOM OUCHYHKYUU 1e6020 ceryooura [17, 64, 67, 68].

4. Meauuunckas peaOHJIHTALHS H CAHATOPHO-KYPOPTHOE JIedYeHHe,
MeJHLHMHCKHE NOKA3aHHUs H IPOTHBONOKA3aHHS K IPHMEHEHHIO METOI0B
MeJHUHHCKOH peaOu/IHTALUH, B TOM YHC/I€ OCHOBAHHBIX HA HCNOJIb30BAHUM

NPHPOAHLIX Je4eOHbIX (paKkTOpoB

Yeunyru o MeIMIMHCKOR peabHIHTALHH MalkeHTa ¢ 3a00J1eBaHAMHE CepJIeYHO-COCY JHCTOMH
CHCTEMbI OCYLLIECTBIAIOTCS IPH HEOOXOAUMOCTH B COOTBETCTBHH C OCHOBHBIM 3a00JIeBAHHEM,
craBiuem npuuuHoi pazsutus IDKB.

CrennainbHOl peaduNNTally MalMeHThl 10C/e UMIUIAHTALMH KAPIMOCTUMYISTOPA He TPeOyIoT.
B ormenbHBIX ciywasx npexmmonaractes IMAAIUME pekuM  (DM3MUECKOH AKTHBHOCTH C
OIPAaHMYCHUEM JIBUJKCHWH KOHEUHOCTH OOJBIION aMIUIMTY/Bl HA CTOPOHE MMILIAHTALMH

DIEKTPOKAPIHOCTHMY JIATOPa™® ** B MOAKIIFOYNYHOM 00J1acTH B TeueHHe | Mecsia.

S. [lpopunakTuka U AUCNAHCePHOE HAG/II0AeHHEe, MeAHIIHHCKHE OKA3AHUS U

NIPOTHBOMOKA3aHHUSI K NPHMEHEHHIO MeTO/10B [IpO(l)HJlaKTHKH

5.1. IllpoduaaxTiia

[Ipodunaktuxy pazrutus IDKB Bo3MOXHO paccMaTpUBaTh B CIyUae pasBUTHS MATOIOTHUECKOTO
IIporecca Npy MOBpeKIeHHe TKaHH AB-y31a niona MaTepuHCKHMHU aHTUTEJaMH KJlacca aHTH—
SSA/Ro anTH—SSB/La, HallpaBJICHHBIMK K BHYTPUKJIETOYHBIM  PACTBOPHMBIM
pubonykneonporenaHeIM KoMmiiekcam 48-KD SSB/La, 52-KD SSA/Ro, u 60-KD SSA/Ro.
PaccmarpuBaroTcs BapuaHTBI HA3HAUCHHUS JKEHIMHAM HOCHTEIISIM aHTHTEN Kiiacca anti-SSA/Ro u
anti-SSB/La #nekcamerazoHa’’, exeHeIeIbHOE NpUMEHeHHe IIasMadepesa uisd yIOaaeHHs
UMPKYIHPYIOIIUX aHTUTEN, BHYTPUBEHHOE BBEJIEHHE MMMYHOINIOOyIHHA (HMMMYHOIIOOYIHH
4eIoBeKa HOPMANLHBIN ). #JlekcamMeTa3on” BHYTPHBEHHO HIIH NIEPOpaIbHO HAa3HAYAETCs B J03€

4 Mr/cytku ¢ 16 mo 24 nejenu GepeMEHHOCTH, BHYTPUBEHHOE BBEICHHE #HMMyHOMIOOYIMHBI,
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HOpMaslbHble uenoBeueckne B go3e 0,4-r/kr omHokpatHo Ha 12, 15, 18, 21 u 24 Hemene
OEpeEMEHHOCTH. /I B OT/AENbHBIX MyOIMKAIMAX [I0KA3aHO, YTO JAHHOE JICUCHHE CIIOCOOCTBYET
BOCCTaHOBICHHIO AB-mpoBomuMocTH, a pe3ynbTaThl KATaMHECTHYECKOTO HAOIIOJIeHus
CBHICTE/ILCTBYIOT 00 OTCYTCTBHM pPELMOMBOB Bo3HMKHOBeHHS IIDKB mocie 3aBEpILEHHs Kypca

MEMKAMEHTO3HOH Teparnu. JXoKapauorpahus Imioa BBIIONHIIOTCS Kaxusle 1-2 menenu [10,

11, 40, 41, 45, 68, 69].

5.2. JlucnaHcepHoe HAOJI0AeHHE

Pexomennanuu no qucnancepHoMy HaG/II0EHHIO ¢ MPeACEPAHO-KETY10UKOBOI BJI0KAL0i:
Pexomennyeres nauuenrtam ¢ IDKB I-III crenenn jacnancepHoe HabIIONEHHE Y BPAaua-IeTCKOTO
KapIuoJiora He pexxe ofHoro pasa B roa [70, 71, 72].

YYP C, Y 5)

Kommenrapmii: /Jucnancepnoe nabniodenue exnovaem Oucnancepuwii npuem (ocmomp,
KOHCynbmayuio) —epava - Oemckozo  kapouonoea, pezucmpayuio  DKI,  xonmeposckoe
MOHUMOPUPOBAHUE CepOeYH020 pumma U sxoxapouozpapuio. Ilpu npozpeccuposanuu IDKE &
X00e OuHamuuecko20 HAGMIOOeHUs WUl NOAGIEHUU CUMIMOMOG, CEA3AHHBIX ¢ bpaduxapoueil
(Ymomnsemocmo, 201060KpYIceHUe, 0OMOPOKYU) GLINOIHACMCA BHENAAH0G0E 06Caed0sanue 6
yenosusx cmayuonapa. Ilpu nedenuu conymemeyiowux 3abonesanuti credyem usbezamo
HASHAYeHUA  JIeKAPCMEEHHbIX — Npenapamos,  YeHemalowux  npedcepoOH0-Jceny00yK06oe
nposedenue. BosmodcHocmb 8bINOIHEHUS GAKYUHAYUU ONPEOeTAemcs 3a00Ne8aHUEM, CINAGULUM
npuvunou paseumus IDKB. Daxkm nanuuus 51eKTpoKapHoCTUMYIATOPA HMILIAHTHPYEMOTO y

nayuenma He A6NAemcA NPOMUCONOKA3AHUEM K GAKYUHAYU.

PCKOMGH,I[allHPI o JHCIIAaHCEPHOMY HA0JII0/IeHHI0 NAlHEHTOB € HMILIAHTHPOBAHHBIM

IEKTPOKAPAHOCTHMYJIATOPOM  *%%,

e Uepes 2-4 nenenu, uepes 6 MecsIeB, a 3aTeM He pexe 1 paza B rox mocie umriantanua KC
¥**  peKOMEHIyeTcs  JIMCIAHCEPHBIH IpHeM (OCMOTpP, KOHCYJIBTAlHs) BpPAya-IAeTCKOTO
Kapuojora TECTHPOBAHHE  COCTOSHMSA, IIPH  HEOOXOAMMOCTH  IIPOrPaMMHPOBAHME

IIOCTOSHHOTO UMITJITAHTHPYEMOI0 aHTHAPHTMHYECKOr 0 ycTpoiicTea. [70, 71, 72].

(YYP C, VUL 5)

e [TareHTaM 110C/Ie HMIUIAHTAINH KapJHOCTUMYJISTOpa* ** /uist OlleHKH (BYHKIMH JKeITyI049KOB
PEKOMEH/yeTCs BBIIOJIHEHHE dX0Kapauorpadguu He pexe 1 pasa B rox. [50, 73].
Y45, YYP C)
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e [laryieHTaM rociie HMIUIAHTAIUK KapJHOCTHMYJSTOpA *** ¢ LeJbl0 OLIEHKH CMEINeHHs M
LIEJIOCTHOCTH  OTBEJICHHH  3JICKTPOKApAHOCTUMYJIATOPA PEKOMEHJIyeTCS IIpHLEIbHASA
peHTreHorpagusi OpraHoB TPYAHOH KIETKH B IBYX MHPOEKIHAX Kaxusle 1-3 roga B

3aBUCHMOCTH OT POCTa TEMIIOB pocTa peOEHKa ¥ KIMHUYECKOH cutyarmu. [74, 75].
(YYP C, YA 5)

KommenTapun: B komnnexc pezynapnozo obcrnedosanus exooum: mecmupoganue cocmosHs,
npu Heobxo0umocmu npozpammuposane NOCMOSIHHO20 UMRIAHMUPYeM020
anmuapummuyeckozo  ycmpovcmea, pezucmpayus IOKI; xoimeposckoe monumopuposanue
cepoeunozo  pumma; sxokapouozpagus,; eenospeomempus (npu Hanuuuu noxasanuti). Cpoxu
Habnooenus u 06vém HeoOX00uM020 00CIe006aNUs MOSYM 6aPLUPOEAMb 0M XAPaKmepd
sabonesanus, cmasuiezo npudunoi paseumus IDKB. Ocoboe enumanue cnedyem yoensimo demsim,
komy umnianmayus IKC*** geinonusnace 6 eospacme 0o 6 mecayes, ecredcmsue bGonee
UHMEHCUBHO20 (PUIUNECKO20 paseUmus U GbLCOKOL epOSMHOCMU (HOPMUPOCaHUs CepOeyHOil
CMPAHZYIAYUU  U3-3a HATUNUS U30bIMOYHOU ONUHBL D1EKMpodo8 & cpedocmenuy. Oyenxa
NpUYenbHOU peHmaeno2paguu opeanog epyoHol KNemKu 6 2-X npoekyusx — nepedueii u 1egoii
60Kk060T - aghpexmuenviil cnocot NoOmeepOUMb UIU ONPOGEPeHYMb HANUMUE CePOCYHOT]
cmpaneyisyuu.  Jlannvlii  Memoo  ucciedo8anus Yy  ACUMAMOMHO20 HAyuenma  O0aNCeH
BbINONHACMCS NOCE006aMENbHO Kadicoble [-3 200a nocie snuKapoOuanbHoli UMPIAHMAayuu 00 mex

nop, NOKA 6 NepuKapoe Haxooumes 1eKmpoo uzdbimounol onunst. [74, 75]

PEKOMeHﬂaHI/IH 0 TOoNMyCKe K 3JaHATHAM CIIOPTOM H J0IIyCKe K COPEBHOBAHHSM IIAIHEHTOB C

npeacepaHo-KeJTyJ09K0Boi O/10Kax0ii:

e Ilpu IDKB I crenenu [PQ (R) <0,3 cek] u CTpyKTYpHO HOPMAILHOM CEPLE PEKOMEH/IYIOTCS
BCE COCTA3ATENbHBIC BH/BI CIIOPTa O3 OrpaHMYeHHI B OTCYTCTBHH pucka pasButus [DKB
0oJiee BEICOKOI CTerenH, Ha YTO MOKET yKa3blBaTh nporpeccuposanne [DKB mpu ¢pusnyeckoi
Harpyske [77].

YYPC, YA 5)

e Ilpu Hanmuuu acumnromuod ITDKB II cremenn, Tin MoGuri I, u CTPYKTYpHO HOPMAJIBHOTO
cepana C ylyulieHHeM AB-IpOBOAMMOCTH MJIM €€ MOJNHBIM BOCCTAHOBIEHHEM IIPH
(u3nYecKOl HAarpy3Ke PEKOMEHJEeTCs JIOMYCK KO BCEM COCTSI3aTENbHBIM BHIBI CIIOpTa 0e3

orpanuueHuit [77].

(YYP C, VIIL 5)
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e [lpu Hamuamn y cniopremena acumnromuol IDKB 11 crenenn, Tun MoGuti I, ipu KoTopoii He
OTMEYACTCA YTy uIeHns AB-IpoBoAuMOCTH Ha (OHE YU3UUECKON HATPY3KH, PEKOMEH/LYETCs
BBIIIOJIHUTE BHYTPHCEPIACUYHOE BHEKTPO(IJHBHOHOFH‘IECI{OG HCCIICAOBaHUC JJId BBISABJICHHS

JHCTaIbHOM Ookazbl cTBoia ['uca [77].

(YYP C, V]I 5)

¢ beccumnromusle manmentsr ¢ IDKB Bricokoit cremenn wim monmoit IDKB B OTCYTCTBHH
NOKa3aHHH B UMIUIAHTAIMH K SIEKTPOKapAUOCTAMYJIATOPA a TAKKE C peaknuei Ha Harpysky,
NPHONIKCHHON K TaKOBOH IMPH COOTBETCTBYIOIIEM BHJE CTIOPTA, PEKOMEH/YETCS JIOIYCK K

3aHATHSAM CIIOPTOM M YYaCTHSIM B CIIOPTUBHBIX COPEBHOBaHUX [77].

(YYP C, VI 5)

Kommenrapmii: B dannom cnyuae pexomendyiomes 6udbi cnopma ¢ Huskumu uiu cpeoHUMU
OUHAMUECKUMU U CIMAMUYECKUMU HAZDY3KAMU. BOYIUN2, 201bgh, cTPenbba, a8MO20HKY, KOHHbLII
Chopm, MOmMOCHOpM, 2UMHACMUKA, Kapama, 031000, NAPYCHbll ChOpm, cmpenvba u3 1yKa,
(exmosanue, HACMONLHLIN MEHHUC, MEHHUC (NapHblil paspsd), GoNelboN, 1ezKas amiemuKd

(npwidiCKU).

PeKOMBHﬂaHHH 0 I0IyCKe K 3AHATHAM CIIOPTOM H JOMMYyCKe K COPEBHOBAHHUSIM MAlHEHTOB

HMILUIAHTHPOBAHHBIM AIEKTPOKAPDAHOCTHMYJISITOPOM:

® HaLIHeHTBI C ITIOCTOAHHBIMH UMILIAHTHPYEMbIM JICKTPOKapAHOCTHUMYJIATOPOM PEKOMEHY€TCS
AOMYCK K 3aHiATHSAM CIIOPTOM IIpH OTCYTCTBHH OI'PaHHYHUBAIOIIUX CTPYKTYPHBIX H

OpraHHYecKUX 3a00jIeBaHmi cep/ila Wik CHMITOMOB [77].
(YYPC, YO 5)

KommenTapumu: Mozym Guimb pexomendosanvt 6udvi cnopma ¢ Huskumu uiu CcpeoHuUMuU
OUHAMUMECKUMU U HUSKUMU CIAMUYECKUMU HAZPY3KAMU, UCKTIOYAs, MPABMAMUYHbLE — boynune,

20nbeh, cmpenvly, hexmosanue, HACMONbHbIT MEHHUC, MeHHUC (NapHblTl Pa3psd), 6oAeiiGo.

® HaHPIeHTﬂM, IIOJTHOCTBIO 3aBUCAIIHM OT UMINIAHTHPYEMOTO JJIEKTPOKAPAHMOCTHMYJIATOPA , HE
PEKOMEHOYCTCA 3aHHMAThCsI BHUIAMH CIIopTa, B KOTOPLIX CYIHIECTBYET PHCK CTOJIKHOBEHHA,

KOTOPOE€ MOXET NPHBECTH K MOBPEKACHUIO CUCTEMbI KapAHOCTUMY IsiTopa [77].
YYPC,YIA5)

[TanpeHTEH MOTYT HMCETH JHOIIOJIHHTEJIBHBIC OTpaHHYeHHS, CBS3aHHBIE C BaGOHeBaHHHMH,

CTaBLIMMHU NpHYKHOI paszuTus [DKB.

6. Opranusanus oKa3aHus MeIHIHHCKOH MOMOIIH

[Tokazanust 17151 NIIAaHOBOM FOCTHTAIM3A1MH (CTAIHOHAD).
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1. Brniepseie BeisiBnenHas croikas [DKB I crenenu, [IDKB I1-111 creneny.

2. llosBICHUE CHMIITOMATHKHM, IOTEHITHAIBHO acconuuposannoi ¢ [IDKb

(ipe10OMOpoUHOE CoCTOsIHIE, CIAB0CTh, FOTOBOKPYKEHHUE).

3. IlmanoBast MMILTAHTAIKS! IOCTOSHHOTO MMILTAHTHPYEMOTO ANEKTPOKAPAUOCTHMY JIITOPA.

4. [lnanopas 3aMeHa HMILIAHTHPOBAHHOTO QJIEKTPOKAPIAHOCTHUMYJISTOPA .

5. JlmchyHKuMs — MMIUTAHTHPOBAHHOTO SJIEKTPOKApAHOCTUMYIATOpPA  ,  Tpebyromuas
XHPYPrUvyecKoro BMeIIaTeIbCTBA.

0. HH(])CKL[PIOHHI)IB OCJIOJKHCHHS, CBI3aHHLIC C CHCTEMOH CTHUMYJIALTHHA.

Kommenrapuu:  Ilepeuunas  2ocnumanusayus 6  cneyuanusupogannoe — demckoe
Kapouonoeuieckoe  omoelieHue  CéA3aHa ¢ QUAZHOCMUKOL  MPUYUHb pazeumus
AMPUOSEHMPUKYIAPHOU  O10KAObL U NPOGEOEHUEM — BO3MOJICHO20 — SMUOMPONHOZ0 U
namozenemuuecxozo nevenus, I OCRUMANU3AYUS  OCYUWeCMEIIAEMCS 8 CHEeYUANUSUPOGAHHOE
demckoe Kapouonozuieckoe omoenenue MeOQUYUHCKUx opeanuzayuii 111 ypoeua. [lpu naruuuu
ROKASANULL K UMPIANIMAYUY  KAPOUOCIUMYISIMOPA  NPU  NePEUHON  20CRUMAnusayuy i
OMCYMCMEUU MEXHUECKOU BO3MONCHOCHIY, RAYUCHIN HANPAGTSICIMC 6 YYPedICOCHUE, UMEIOUUM

ONBIN UMAIAHMAYUU KAPOUCTIUMYISMOPA OEmIM.

[lokasanust st 3KCTPeHHO# rocuTaNn3aly (CTaluoHap).

1. ITosiBlIeHHE CHMIITOMATUKH, TIOTEHI[HAILHO acconuurposannoii ¢ IDKB (oOMopok, octanosku
KPOBOOOPAIIEHKS U BOCCTAHOBJIEHHS] HOPMAJIBHOM CEPEUHOI JIes T IbHOCTH).

2. Octpo Boznukias [DKB, tpebyromas HeoTJI0KHON MOMOIIH.

2. Coctosnus, Tpedyromme BpeMeHHOI CTHMYJISIME Cep/Ia.

(%]

. Hapy1ienust reMoTMHAMHKH CBSI3aHHBIE C EKTPOKAPAHOCTHMYIATOPOM HMILIAHTHPYEMBIM
4. Ocrpas nUC]YHKIHS — BIEKTPOKAPAMOCTHMYTIATOPA HMIIAHTHPYEMOro, Tpelyiolas

XHPYPrHUECKOH KOPPEKIIHH.

KommenTtapuu: Ilpu oomopoxe unu ocmanosrke KpOBOOOpauenust IKCmpennoie 1eqebnnie
Meponpusmusi  Q0IdCHbL  Obimb  navamel  6puzadoti  cKopoll  MeOUYUHCKOT noMOowL.
TFocnumanusayus nayuenma OonxcHa Ouimb ocyujecmenena & ieqednoe yupesicoenue, Komopoe
uMeem  6O3IMOJCHOCMb  OKA3AHUSL  PEAHUMAMON02UYCCKOL  NOMOU. Onmumansua
COCRUMANU3AYUSL 6 CMAYUOHAP, PACRONAEAIOUUL  GOZMOICHOCIAMU U ORBIMOM  YCMAHOGKU
BPEMENNOU U NOCMOSAHHOU KAPOUOCIUMYASYUL.

llokasanus Juist BBITMCKH IALMEHTA U3 CTAMOHApa

1. Veranosnenue auartosa w/uim OTCYTCTBHE OKA3aHUI K MMILTAHTALMHU KapJIHOCTHMYIATOPA.
2. llauuenTsl ¢ 2JIEKTPOKAPAHOCTHMYJIATOPOM HMILUIAHTHPYEMBIM | KOTOPBIM JlalibHelITee

CTallMOHAPHOE JIEYEHHE He TpedyeTes.
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7. JononuuTeabHasa nupopmauus (B ToM ynciie GakTopbl, BIUSAIONIHE HA

HcxoZ 3a00J1eBaHUSA HIIH COCTOSIHHSA)

7.1. OcnoxkHeHHUn:

Haubosee wacTele OCIOXKHEHHs IPEJICEPIHO-XKENIYA0UKOBEIX OJIOKal — pas3HyYHbIE
aputvud. Cepjle NbITAETCs BO3MECTHTH BBINABIIEE DPUTMHYHOE COKpamieHue. MoryT
pa3sBUBATHCS 3aMEIIAIONIME PUTMBI, B TOM YHCIIE, JKETyJIOYKOBas TaXHKapAusa. JTa apUTMHs
OracHa Iepexo/ioM B (GUOPHILIAIIMIO JKeTyJOUKOB M Pa3BUTHEM BHE3aIIHOMH CMEpTH.

7.2. Ucxoanl ¥ IPpOrHO3

Jlns peredi ¢ TpansutopHoit IDKDB I crenenu mporuos 3abosnesanust GnaronpusitHenii. Ha done
JIEYCHUS] OCHOBHOTO 3a00/I€BaHMs, KaK TIPaBUIIO, IPOUCXOJUT BOCCTaHOBIEHHE AB-npoBeacHuUs.
Crolixas ~AB-Onmokana 1 cremeHu  (ayTOMMMYHHOTO, IIOCTMHOKAPAHTHYECKOTO  HIIH
TpaBMaTHYECKOr0 Xapakrepa) MoxkeT mporpeccuposats B AB-6nokany II-III cremenu 3a cuet
HapacTaHus (pubposa MO0 BCIENCTBHE anonTo3a KIETOK MPOBOMISIIEH CHCTEMBI cepima. Jlis
nereit ¢ AB-6nokanoit [1 crenenu 6e3 uMIIaHTaMH KapIHOCTAMYJIATOPA MPOTHO3 3a00JIeBaHH s

B 11€JI0M HEOMArompusITHBIHA.

Kpn’rep}m OlleHKH Ka4yecTBa MeJUIHHCKOMH MOMOIIH

Ouenka
Ne Kpurepuu kadecrBa BbITIOJIHEHHSI
(na/uer)
1. [lIposeneno QusukanibHOe 00CHEOBAHUE MAIMEHTa JUISl JHArHOCTHKH Ha/uer
OCHOBHOT0 3a00JieBaHust/cocTosinust, Bu3Basiiero IDKB
2. [[IpoBejieHa perucTpanys >IeKTPOKAPAUOTPAMMEI B 12 OTBEICHUSAX IS Ha/uer

NIOKYMEHTHPOBAHHS XapakTepa pUTMa, YacTOTBl COKpAIICHHH, THIIY
HapyLIEHHH [IPOBOJIUMOCTH
3. |BBINONHEHO XONTEPOBCKOE MOHUTOPHPOBAHUE CEPJIEUHOTO PUTMA IMPH Ha/ner
MHTCPMUTTHPYIOIIEM TEYCHUH HapylieHuss AB IpOBOAMMOCTH M IpH
OIIpee/IcHHH TOKa3aHUH K HMIUIAHTAIlHH DICKTPOKAPpIHOCTHMYJIATOPa

4. |Brimosinena sxokapsuorpadus Ha/uer

5. [BeionHeH oOmuil (KIMHUYECKHI) aHAJIM3 KPOBH Pa3BEPHYTHIH, aHATIH3 Ha/ner
[KpOBH  OHMOXHMMHYECKHH  oOlleTepaneBTHYECKHH,  HCCIIEIOBaHHE]
YPOBHS/aKTUBHOCTH ~ HM30()EpPMEHTOB  KpeaTHHKHWHa3bl B  KPOBH,
ucclieloBaHue ypoBHs TpornoHuHOB I, T B KpoBH, olipejereHue
AKTHBHOCTH JIaKTaTIETUApOreHa3bl B KPOBH, HCCIIEJOBAaHHE YPOBHS
HATpUsl B KPOBH, MCCJIEC/IOBAHHE YPOBHS KalHs B KPOBH, HCCJICIOBAHHE
POBHsL OOIIETO KAJIBIIHS B KPDOBH.
6. [BrimonneHo obcreioBaHue pebGEHKA H MATEPH HA HOCHTEIBLCTBO aHTHTE Ha/uer
KJ1acca anti-SSA/Ro u anti-SSB/La B ciyuae IHArHOCTHKH
m3onmposanHod [DKb B TeueHne nepBuIX HIeCTH-BOCHMHU MECSIIIEB JKH3HH.
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Kputepun xavecrsa

Ouenka
BBINOJIHEHHA

(ma/uer)

BrimonHeno HazHaYeHHe Ipenapara u3 rpynIbl aTKaJoH Il OeLIa 0HHEbL,
TPETHYHBIE aMHHBI (aTponmHa **) y TalHeHTOB C KPUTHYECKOH
(cumnromHo#) Gpanukapaueit npu TDKB II-111 creneHn B HEOTIOXHBIX
CHTYalMsX T10CNIE POXKJIEHHS B JIFOOOM BO3pacTe

Jla/met

BBIIONHEHO HasHAYeHMe Mperapata W3 IPYMNEl aJpeHEpPrHuecKHe M
mopamuHepruueckie  cpenctsa  (#nomamum** HomuHedpun** ) Y|
[TAIIHEHTOB C KPUTHYECKOH (CUMIITOMHOIM) 6panukapaueii mpu IDKB I1-111
CTENEHH B HEOTIIOMKHBIX CHTYALHMX TIOCNIE POXKICHHUSI B JIFOOOM BO3pACTE

Ha/aer

BbI0IHEHA yCTAHOBKA BPEMEHHOTO OJHOKAMEPHOTO HE YacTOTHO-
AANTHBHOTO 3JIEKTPOKApAHOCTHMYJIATOPA NPH HAJIWYMM [IOKA3aHHS B
clydae OTCYTCTBHA 3(@deKkra OT HCIOJIb30BaHUS aTponuHa** g
QIPCHEPTrUYECKUX MW Jo(GaMHUHEpPruuecKux cpencTBa (#momamMuu**,
#onuHeppun**) npu HaNHYMH CUMITOMHOH Gpamukapiud  (CHHKOIE,
[IPH3HAKKM 3aCTOMHOM CEpIEYHON HEOCTATOYHOCTH, Y HOBOPOIKIEHHBIX
[IPH 4acTOTE CEPACYHBIX COKpalleHHIl MeHee 55 yIapoB B MHHYTY B
OTCYTCTBHH CHMITOMOB)

Ha/uer

10.

BbIoNHEHa HMMIUIAHTANMs IIOCTOSHHOTO 3JIEKTPOKAPAHOCTUMYJISTOPA
nainpenTaMm ¢ uzoympoBanHo# BpouénHoi [DKB I crenenu mnpwu
HaJIMIMK CHMIITOMOB, CBA3AHHBIX ¢ OpajMKapaueii (CHHKOIE, cepieyuHast
HEI0CTATOYHOCTD);

Ha/uer

11.

BEIOIHEHa WMIUTAHTAIMS TIOCTOSHHOTO 3JIEKTPOKApMOCTUMY IATOPA
manMeHTaM ¢ u3ojupoBaHHOH BpoxaEHHOH IDKB III cremenw npu
HATTHYMHA CHCTOJIMYECKOM TMCOYHKIMM CHCTEMHOTO JKEJIY I0YKA;

Jla/aer

12.

Brimonnena MMIUIAHTALUS  KapAMOCTUMYJIATOPA HalMeHTamMm ¢
p3zonporanHord  Bpoka€unoi TDKB [II  crenenuw npu  nammuum
[LIMPOKOKOMIIICKCHOTO 3aMEMIAOIIEr0 PHTMa, CIOKHBIX JKEYI0UKOBBIX
HapylIeHHH pHTMa cepia (nonuMophHas SKCTPACUCTONHUS, TPYIIIOBas
PKCTPACHCTOJIUS, JKEITY JOUKOBAsl TAXUKAP/IHSA);

Jla/uer

13.

BrinonHeHa MMILTAHTAIMS KapAHOCTHMYJATOpa ***  acHMITOMHBIM
[TaUMEHTaM 11E€pBOro roja xusHu ¢ Bpokacunoi 1DKD III crenenn npw
CpellHel YacTOTe COKpaIleHMH eIy 1049KoB < 50 y1apoB B MHHYTY

JHa/uet

14.

BrimonHeHa MMIUIaHTalMs KapAHOCTHMYIATOpa ***  acHMITOMHBIM
ManMenTam B Bo3pacre crapiie rojd ¢ Bpoxaénnoit IDKB 111 crenenu npu
CpelHeil JacToTe COKpaleHuH xKelly1oukoB < 50 yaapoB B MUHYTY HIIH
[IPH HAJIM4YMHM BHE3ANHBIX I1ay3 PUTMa IPEBBIIIAIOIIUX 0A30BBIH PHTM
0oJIee YeM B TpH pasa;

Jla/uer

14,

Brimonnena MMIUIAHTAIMS KapIHOCTHMYJISTOpPA *** 1Ipu BposaEHHOMN
[DKb Il crenenu conpoposxaromeiics: qunaranueii J1€Boro sxKeyaouKa
(roxazarens z >3);

Ha/ver

16.

BrINoHEHa UMINIAHTALHUS KapIHOCTUMYJISATOpa *** mpu BpOMKIEHHOM
[DKD [IT crenenn y HOBOPOMAEHHBIX W JIETel MEPBOTO rojla KU3HH CO
CIIOXKHBIMH  BPOXKAEHHBIMH  IIOPOKAMM cepilia Korja Opaaukapius
CBsA3aHa C HapyILIEHHEM IeMOJMHAMUKH WM KOTJ/Ia CPeJHss  JacToTa
COKpaLICHHH MKeJlyI0uKoB < 60-70 yapoB B MUHYTY;

Jla/uer

17

BrinmoHeHa HMIUIAHTALHS KapAHOCTUMYIsTopa manuenTam ¢ IDKB 11-111
CTCIICHU BO3HHKIICH TOCIE KapJAHOXHPYPIru4YCcCKOTo BMCIIATEIbCTBA HpH

coxpanenuu IIDKB na npotssxenun 6osee 7-10 nneii

Jla/uer
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Kpurtepun xadecrna

Ouenka
BBINOJTHEHH S

(ma/mer)

18.

BrinonHeHa HMIUIAHTAIHS KapAHOCTHMYJISTOPA TIPU TIPOrPECCHPYIOIEH
[DKB II-III cremeHM B OTHAJEHHOM TNOCIEONEPAIIMOHHOM IIEPHOJE,
O0CODEHHO B CiIydae KOTJa KapJ{HOXHPYPrHueCcKoe BMEIIATeILCTBO OBLIO
ocnoxneno IDKB III crenenn ¢ mocnmenyromeit tpancdopmanueii B
ICHHYCOBBIN PUTM

Ja/uer

19,

BrImonHeHAa WMIUIAHTANWST  KapAHOCTUMYJISATOpA MalMeHTaM ¢
HeOOBACHUMBIME ~ OOMOPOKAMH  [IEPEHECIINX  KapJAHOXHPYPTHYECKOE
BMernaresnbetBo  ocnoxuéunoe IDKB 11 cremenn ¢ mocnmemyromeid
rTpanchopManueii B CHHYCOBBIH pPUTM NpPH HAJIMYMH OCTATOYHOMH
OH(acluKyISIpHOM GJIOKAIBI

Jla/uer

20.

BrimoineHa  MMIUIAHTAUsl  KapIHOCTHMYJSITOpa  MalMeHTaM ¢
npuobperénnoi IDKDB II — III crenenu npu cuMiToMHol Opagukapauu,
CHCTOJIMYECKOH AHUC(YHKIMEH CHCTEMHOIO JKelIyIOouKa B OTCYTCTBHH]
00paTHMBIX IIPUYHH

Ja/mer

21,

BreimonHeHa — MMILIAHTALMS — KapIHOCTHMYJIATOpa  MallHEHTaM ¢
HEHPOMBIIEYHBIMU ~ 3a00JIeBaHWKM  TIPH  HAJHYHH  CHMIITOMHOM
Opaaukapauu Ha done [DKD moboii crenenu

Jla/uer

22.

BrimonHeHa MMIUIAHTALMS KapauocTumyssitopa nanuedtaM ¢ [DKB
mO0OH  CTENEHH M/MIM JIPYTHX HapyUIEeHUAX I[POBOJUMOCTH TIIPH
CHHIIpOME Kepnca-Ceiipa H3-3a BBICOKOH BEPOSTHOCTH
nporpeccupoBanus [ DKB;

Jla/uer

23

BeImoTHEHA HMMIUIAHTAIUS  KapJHOCTHMYJISITOpa HalHeHTaM ¢
notonuueckoi muctpoduei 1 tuna npu IDKB 1 crenenu (PR>240

rﬁ:cex) WIM  3aMEJUICHHM  BHYTPHXKEIY/JIOUKOBOH  IPOBOAMMOCTH

(mpojioipkuTEnbHOCTE KoMIuiekca QRS >120 mcek);

Ja/uer

24.

BEIoJIHEHA UMITIAHTAITHS KapJHOCTHMYJISTOpA:

marpeHTaM ¢ 3a00JeBaHHUSIMHU, BBI3BAaHHBIMH MyTalusMHd reHa LMNA,
[Konupytowiero cuutes Oenka maMud A/C (MbleyHast quctpodus Imepu-
JIpetidyca, noscHo-koneyHocTHAA Mblieunas aucrpodus) mpu IDKB 1
crenenn (PR>240 mcek) w/umm 6mokazne jeBoi HOKKH myuka [ 'mca

Ja/uer

29

BEImoIHEH 0CMOTP/KOHCYIBTAIMSI Bpaya U TECTHPOBAHHE COCTOSHHSI, IPH
HEOOXOUMOCTH NPOrPaMMUPOBAHUE, IOCTOSHHOTO UMILIAHTHPYEMOTO
AHTHAPHTMHYECKOIO yCTpoHcTBa uepes 2-4 Henenu, yepes 6 MecsIes, a
satTeM He pexke | paza B roj  mocsie  MMIUIAHTAIHH
BIEKTPOKAPAHOCTHMYJISITOPA .

Jla/uer

26.

BrimonHeHa IXoKapauorpadus nocie HUMILIaHTaIlHH
KapJIMOCTUMYJIATOpa He pexke | pasa B roj.

Jla/mer

27.

BrirmonHeHa npuienbHas peHTreHorpagus opraHoB I'pyJIHOH KJIETKH B
NBYX ITPOEKIMSX [10CJIe UMILIAHTAIIMH KapIHOCTHMYJIATOPa KaKaple 1-3
roaa.

Jla/mer

a
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IIpuno:xenne Al. CocraB paGodell rpynmbl mo pa3paboTke M HmepecMOTpPY

KIIHHHY€CKHX pekomeﬂnauuﬁ

Kopanés M.A., n.M.H., npodeccop (Mocksa) —ipescenarens paboueii rpynmsl, unen AJJKP
Ioxaddaposa O.1O. k.M.H. (ToMck) —cekperaps paboueii rpynmel, unen AJJKP

Ionos C.B., n.M.H., npodeccop (Tomck), uien BHOA, unen PKO

Kpusonanos C.H. (Tomck), uwien BHOA, unen PKO

ConoBnéB B.M. (Mockga), unen AJIKP

Tepmocecos C.A. (Mockga), uied BHOA

el A N o

Canpixosa JI.W., n.m 1. (Kazans), unen AJIKP

Yienbl Pabouell rpymnmbl MOATBEpIHIM OTCYTCTBHE (DHHAHCOBON NOJUIEPKKH/KOHDIHKTA
uHTEpecoB. B cnyuae coobuienus o HaMHUHH KOH(IUKTAa HHTEPECOB wieH(bl) paboueii rpyIbl
ObuI(M) MCKITIOYeH(BI) 3 00CYKICHUS Pa3/IeliOB, CBA3aHHBIX ¢ 00/1aCThIO KOH(IMKTA HHTEPECOB.
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ITpunoxenne A2. Meroao/iorusi pazpadoTKH KIHHHYECKHX PEeKOMEHAaMii

Knunnueckne pexoMenmauuu  paspaboTaHsl — CrienuamucTaMu-dKcnepraMy  Beepoccuiickas
o0LIeCTBEHHAs OpraHu3aius «ACCOIMANHs ACTCKHX Kap/onoros Poccun» u Beepoceuiickoro
HAY4HOro O0IeCTBa CIEIHATHCTOB M0 KIHHHYECKOH OJJICKTPOPU3HOIOrHH, apUTMOIOTHH M
Kap/IOCTUMYJISIIIMKA — Ha OCHOBE JIOCTHXKEHUIT T0KA3aTeIbHOM MEIMIIMHBL, OT€YECTBEHHOTO U
3apy0eKHOT0 KIMHUYECKOr0 OMbITA B 0OJIACTH HApylIeHWi puTMa cepana y jereil. OCHOBOM
HaCTOSIICH BEPCHM  KIMHMYECKMX PEKOMEHJAUMH CTalu  poccuiickue u - 3apyOeiKHble
(ynjaMeHTanbHble PYKOBOJACTBA W MOHOrpadHU 10 JETCKOW Kap/AMOJOTHH, KapIHOJIOTHH,
pe3yabTaThl MCCIICAOBAHHM, MOCIEHHE BEPCHH €BPOIEHCKHX W aMEPHKAHCKHX METOIHYECKHX
pYKOBOACTB. MCTOYHMUKAMH COBpPEMEHHBIX OOHOBICHHH ObLIH SKypHAIbHBIC NYOJIMKAIMH B
ABTOPUTETHBIX PELEH3UPYEMBIX KYPHAIAX, BXOJUIIUX B POCCHICKHE M 3apyOesKHBIE WHICKCHI

HAYYHOTO LUTHPOBAHHS.
IleneBas ayIUTOPUS JAHHBIX KJIMHHYECKHX PEKOMEHJAIIMMA:

Bpau — netckuii kapuoior.
Bpau-niequarp.

Bpau — cepieuH0-cOCy JUCTEIH XHPYPT.
Bpay o0mieit mpakTiky (cemeiinbie Bpadm).

WD =

B xonme paspaborku ucnonpzoBanbl cucrema mkan YJIJI w YVP s neuyeOHBIX,
peabUIMTAMOHHBIX, NPOQHIAKTHYSCKUX BMEIIATEILCTB H JIHArHOCTHYECKHX BMEIIATENLCTB

(Tabauuwb IIA2-1, ITA2-4 u [TA2-2), Beesiennas B 2018 r. ®I'BY LIDKKMII Munsapasa PO,

Tadauna 11A2-1. Ilkana oneHKH ypoBHEH 10CTOBEpHOCTH JokazateabeTB (Y /1J]) s MeTonoB
JIMArHOCTHKH (IHArHOCTHYECKHX BMEIIATEILCTB)

YO Pacmudgposka

1 Cucremarndeckue 0030pEI HCCIIEIOBAHUM ¢ KOHTPOJIEM peepeHCHBIM METOLOM HIIH
CHUCTEMATH4YeCKHH 0030p pPaHIOMU3HPOBAHHBIX KIHHHYECKHX HCCIEIOBAHHH C
INPpHUMCHCHHCM MCTa-aHalIH3a

2 OtnenbHble HMCCIEIOBAaHHUS C KOHTPOJIEM pedepeHCHBIM METOJOM HIJIH OT/EIbHBIE
PaH/JIOMHU3UPOBAHHbBIE KJIMHHUYECKHE MCCIENOBAaHHUS H CHCTeMaTHuecKue 0030p5I
HCCHENOBaHUHA — roboro  ausaifHa, 3a  HCKJIIOYEHHEM  PaHJIOMH3HPOBAHHBIX
KIMHHUYECKHX HCCIE0BAHUH, C IPHMEHEHHEM MeTa-aHalln3a

3 Hccnenopanusa 6e3 mocnenoBaTesILHOTO KOHTPOJIS pedepeHCHBIM METOJ0OM  HIIH
HCCIIEIOBAHUS C pPedEepeHCHBIM METOJIOM, He SBISIOMIMMCS HE3aBHCHMBIM OT
HCCIIEyeMOro MeTO/a UM HepaHIOMH3UPOBaHHEIE CPABHUTENBHBIE HCCIICIOBAHHUS, B
TOM YHCJIE KOTOPTHBIE MCCIIEIOBAHUS

HeCpaBHHTeJH:HI:Ie HCCJICAOBaHHs, OITHCAHHE KIIMHHYCCKOr'o ClIydas

5 Vmeercs nuiibs 000CHOBaHHE MEXaHM3Ma JIEHCTBUS HIIH MHEHHE 3KCIIEPTOB
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Taduna ITA2-1. IlIkana oueHKH ypoBHEH NOCTOBEPHOCTH Jloka3aTenbets (Y IM) ans MeTooB
NpoQUIaKTUKH, JICYECHHs, MEIMIHMHCKOM peabWHIWTallik, B TOM 4YHCIE€ OCHOBAHHBIX Ha

HCTIONIb30BAHHH  IPHPOAHBIX  JIe4eOHbIX  (AKTOpoB  (IPODHIAKTHYECKHX, JIEUEOHBIX,

peabunHMTallMOHHBIX BMEIIATEIHCTB)

Y Pacmudposka

| CucremaTnueckuii 0030p paHIOMH3HPOBAHHBIX KIMHMYECKHX HCCICIOBAHUH ¢
IIPUMEHEHHEM METa-aHallu3a

2 | OtjenpHble pPaHAOMU3HPOBAHHEIE KIHHHYECKHE HCCIIENOBAHHS H CHCTEMaTHYECKHE
0030pe1  HccnenoBaHMil yoboro au3aiiHa, 3a HMCKIIOYEHHEM pPaHJOMH3MPOBAHHBIX
KJIMHHYECKUX MCCIIEOBAHUH, C IPUMEHEHHEM MeTa-aHaIu3a

3 HepaH,HOMHSHpOBaHHLIe CPaBHHUTCJIBHBIC HCCICOOBaHUA, B TOM YHCJIE KOTOPTHEIC
HCCIICTOBAaHHA

4 | HecpaBHUTENBHBIE HCCITEIOBAHUS, OIIUCAHUE KIIMHMYECKOTO CIIydas MM CEPHH CIIydaes,
HCCIICIOBAHHUS «CITy4aii-KOHTPOJIBY

5 | meercsa mumb 000CHOBaHHE MeXaHW3Ma JCHCTBHS BMENIATEIHCTBA (MOKIMHHYECKHE
HCCJIEIOBAHHUS ) HJIH MHEHHE SKCIIEPTOB

Tadamua ITA2-1. lIkana oneHku ypoBHe# yoeautensHocTr pekomenaauii (YYP) 1is metonoB
NpOQHIAKTUKY, THATHOCTHKH, JICYEHHUS, MEIMIIMHCKON peabHIMTaL|K, B TOM YHCIIE OCHOBAHHBIX
Ha HCIIOJIb30BAHMM NPHPOIHBIX JIe4eOHBIX (akTOpoB (MPOMHIAKTHYECKHX, THATHOCTHYECKUX,
7e4eOHBIX, peaOMIHTAIIMOHHBIX BMEIIATEILCTB)

YVYP Pacmindposka

A CusbHas pexoMeHOanus (BCe paccMarpHBaeMble KpuTepud 3(G(eKTHBHOCTH
(MCXOmBI) SBISIIOTCST Ba)KHBIMH, BCE HCCIICIOBAHHA MMEIOT BBICOKOE HIIH
YAOBICTBOPHUTENBHOE  METOJNOJIOTMYECKOE  KayecTBO, WX  BBIBOABI  IIO
HHTEPECYIOIINUM HCXOAaM SIBJISIFOTCS COTJIACOBAHHBIMH)
B YcoBHas peKoMeHIalus (He Bce paccMaTpuBaeMble KpHTEpUH 3 EKTHBHOCTH
(MCXOJIBI) ABJIAIOTCSI BAXKHBIMH, HE BCE HCCIIEJIOBAHHS HMMEIOT BBICOKOE HIIH
YIOBJIETBOPHUTENBHOE METOM0JIOTHYECKOE KayeCTBO MW/WIM HMX BEIBOABI 110
HMHTEPECYIOIIMM HCXO0IaM He ABIISAIOTCS COTJIACOBAHHBIMH)
& Cnabas pexomenanus (OTCYTCTBHE JI0Ka3aTeJIbCTB HAJUICKAIIETO KauecTsa (Bce
paccMaTpHUBaeMble KPUTEPUH (P PEKTHBHOCTH (MCXO/IbI) SBJIAIOTCS HEBAXKHBIMU,
BCE HCCJIE/IOBaHUS HMEIOT HU3K0Ee METOI0JIOTHYeCKOe KaUueCTBO M HX BEIBOJIEI 110
HMHTEPECYIOIIUM HCX0aM He SIBIISIOTCS COTJIACOBAHHBIMHU)

ITopsinok 00HOBJ/IEHHS KIHMHHYECKHX PEKOMEH/IAIHIA.
MexanusmM OOHOBJIECHHS KIMHHYECKHX PEKOMEHIALUI MpeIyCcMaTpUBAET UX CHCTEMATHUECKYIO
aKTyaJIH3aluio — He PeKe YeM OJMH pa3 B TPU roJia, a TAaK)Ke MPH IMOSBJIECHHH HOBBIX JIAHHBIX C
IIO3UIIMH JIOKA3aTeJIbHOM MEIULHHBI II0 BOIPOCAM JMATHOCTUKH, JICUCHHUS, NMPO(HIAKTHKH H
peabuIMTalMU KOHKPETHBIX 3a00JIeBaHuil, HATMUHK 0DOCHOBAHHLIX JOIOJIHEHMII/3aMeUaHuil K

panee yreepxa€HHbIM KP, Ho He yame 1 pasa B 6 Mecsities.
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ITIpunoxenue A3. CipaBouHbIe MaTepHAJIbl, BKJII0YAs COOTBETCTBHE
NOKa3aHUH K NPMMEHEHHI0 H NPOTHBONOKA3a !, C1I0CO00B PHMEHEHHS U
103 JIEKAPCTBEHHBIX NMPENapaToB, HHCTPYKIHH 10 PUMEHEHH 0

JIEKapCTBEHHOI'0 npenapara

IIpunoxenne A3.1 HopmaTHBHBIC I0KYMEHTBI H PECYPChl, HA OCHOBAHHH KOTOPBIX

paBpaﬁoTaHM KIITHHHYCCKHE PEeKOMEeH/1allHH

L, IIprkas Munucrepersa 3paBooxpanenus Poccuiickoit ®enepanun ot 28.02.2019 No
1031 «O0 yTBepx/leHHH TOPANKA W CPOKOB pa3paboOTKH KIMHHUECKMX PEKOMEHALH, HX
TepecMoTpa, THIIOBOH (DOPMBI KIMHHYECKHX PEeKOMCHIAIMH M TpeboBaHHil K MX CTPYKTYpe,
COCTaBy M Hay4yHOH O0OCHOBAHHOCTH, BKIOYAEMOH B KIMHHYECKHE PEKOMCHJAIHH

HHpOpMALTUN.

2. IIpuka3s MunncrepeTsa 31pasooxpanennst Poccuiickoit ®ejiepanuu ot 25 okrabps 2012
r. Ne 4401 «O06 yreepinenun [Topsca okasaHms MeAHLHHCKON TTOMOTIH T10 HPOPUITIO «JIeTCKast

KapAHOJIOrHs».

3. [Ipukas Mununcrepersa 3npaBooxpanenus Poccuiickoit ®eneparuu ot 10 mast 2017 1. Ne

2031 «O06 yTBEep/KICHHH KPUTEPHER OIIEHKH KAueCTBA MEIHITMHCKOM TOMOLINY .

4, MG'I‘OILI/IL{GCKHG PECKOMEHIanuu o OLCHKE  JOCTOBECPHOCTH  JIOKA3dTEILCTB H

yoenurensrocTn pexomenanuii. ®T'BY [IDKKMIT Muns para Pocen, 2018.

3. Pacniopsbxenne llpasutenscrsa PO ot 31 nexabpst 2018 r. Ne 3053-p «O06 yTBepi/ieHH#
[EpeuHa MCJAMIMHCKHX M3JE/HH, UMIUIAHTHPYEMBIX B OpPraHW3M 4YeJOBEKa MPH OKA3aHUM
ME/IMIMHCKOI TMOMOLIM B pamKaxX IpOrpaMMbl IOCYJApCTBEHHBIX apaHTHil GecnaaTHoro
OKas3aHWsl TI'payKJaHaM ME/MITMHCKOHW ITOMOIIM, a TakXKe IEPeUHs MEUIHHCKHX H3IeIHi,
OTIyCKAEMBIX 0 penenTam Ha MCIHIHHCKHE U3JIe/IM IPH ITPEI0CTABICHHH Habopa COLMalIbHBIX

VCIy»,

6. Pacniopsukenne llpasurenscta PO ot 12 okrsbps 2019 r. N 2406-p « O6 yTRepkaeHHH
NEPEYHS XKU3HCHHO HEOOXOIMMBIX H BasKHEHIIIMX JTEKAPCTBEHHBIX TIPENAPATOB, 4 TAKKe IepeyuHeii
JIEKapCTBEHHBIX MPENapaToB I MEAMIMHCKOIO MPUMEHCHHS M MHHHMAJILHOTO acCOPTHMEHTA
JIEKAPCTBEHHBIX IIPENapaToB, HEOOXOMUMBIX I8 OKa3aHWs MEIHIHHCKOW nomoin» (B pel.
pacniopsukenui Ilpasutensctea PO ot 26.04.2020 N 1142-p, ot 12.10.2020 N 2626-p, ot
23.11.2020 N 3073-p)
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Ipuioxenne A3.3 Buibl 3JeKTPOKAPAHOCTHMYISTOPOB HMILIAHTHPY eMBbIX,

ucnob3yembix npu Jeyenun IIKD y nereii
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IIpnnosxkenune B. Mndopmauus aust nanuena

IIpencepHo-kenyn0uKoBas (ATPHOBEHTPUKYIAPHAA) 0JI0KAJa — PA3HOBHIHOCTh OJIOKAMIBI
cep/ia, obo3HavYaomas HapyleHHe TIPOBEJIEH s IEKTPHIECKOrO HMITyJIbca U3 TPEacepIuii B
JKETyI0YKH (aTPHOBEHTPUKYIAPHAs IIPOBOAMMOCTS), HEPEKO IPHBO/IAIIEE K HAPYIIEHHIO PHTMA
Cepaua M TIeMOJMHAMHKH. BBUIENAIOT TpH CTeNeHW ATPHOBEHTPHKYJSAPHOH OI0Kamsl B

3aBUCHMOCTH OT TAXKECTH HapPYIICHHS MIpOBCOCHHA.

B ocHoBe HapyimieHus NpPOBOAMMOCTH MOTYT JieXarh KakK (GyHKIHOHAIBHBIE IIPHYMHBL:
WUHTCHCHBHbIC 3aHATHS CIIOPTOM, YIOTPeOIECHHE HEKOTOPBIX JIeKapcTB (6eTa-apeHobI0KaTopEl,
aHTHApHTMHYECKUX npenaparos I u Il knaccos, cepaeunsle NIMKO3UIBL, U JIp.); OPraHHYECKHE
3a0oseBanus: MH()APKT MHOKap/ia, MHOKApAMTBHI, KapAMOMHOIATHH, JIET€HEPaTHBHbIC U
MHQHIBTPATUBHEIE 3a00/1€BaHHs MHOKap/a, BPOXKAEHHBIE [IOPOKH CEPIIA U JIp.; XHPYPrUdecKast
TpaBMa NpH KOPpeKIHH nopokos cepana. [DKD MoxkeT HOCHTP M301MpOBaHHBIN BPOXKAEHHBIH
XapaxTep. ITO IPUBOJMT K HOpaXKEeHHIO Hauboee c1aboro 3BeHa IPOBOAIIEH CHCTEMBI Ceplla:
aTPHOBEHTPUKYIIPHOTO COEJMHEHHUs. B pesynbraTe SJIeKTpUYECKHH HMITYIIBC MM JOCTHIAET

KEIIY IOYKOB C 3a,uep>1<1<0ﬁ HJIH IIPOBEACHHE €T0 YaCTHYHO HIIH IIOJIHOCTHH 6JIOKpreTCSI.

IDKB I crenenn tpebyer Tonbko Habmomenus. Ecmu 6moxana 11 wim 111 cTemeHd cBs3aHa C
YHOTpeOJIeHHEM JIEKapCTBEHHBIX [IPENapaToB, HEOOXOIMMA KOPPEKTHPOBKA MX 03Bl BIUIOTH 0
nonHo#t ormeHsl. [Ipu Bpoxn€nnoi num npuobperénnoii INKB B kpaTkocpouHoi mepenekTHRe
NpH HalM4YMM IIOKa3aHWi IMPOBOMUTCS JIEYEHHE, HAIPaBIEHHOE HAa OCHOBHOE 3a00JIeBaHME,
crasiero npuyHHoH pasutus IDKD, u yuamenne putma cepaua (MeJuKamMeHTHI, yCTaHOBKA
BPEMEHHOH ~ CHCTEMBI  DJIEKTPOKAPAMOCTHMYIAIMH). B jmonrocpodsoif  nepcrekTHBe
MKHU3HECIIACAIOIHM METOJIOM JICYCHHS ABJIACTCA MMILIAHTALUS IIOCTOSHHOTO MMILIAHTHPYEMOTO

JJICKTPOKaApIUOCTHMYJISITOPA.

Aot pereii ¢ tpansuroproit IDKB I crenenn nporsos 3aGonesanus 6naronpustaeii. Ha dome
JIeYCHHST OCHOBHOIO 3a00/1€BaHts, KaK IIPaBUJIO, IPOUCXOMT BOCCTaHOBJIeHHe AB mpoBenenus.
Crofixas AB OGnokama [ cremeHu (ayTOMMMYHHOTO, IIOCTMHOKADIUTHYECKOTO MM
TPaBMaTHYECKOT0 XapaKkTepa) MoXeT mporpeccuposats B AB 6rnokamy 11-111 crenenn. Jlns nereit
¢ AB Omnokanoit III crenenu Ge3 MMITaHTALMK KapJHOCTHMYJISTOpAa MPOTHO3 3a007IeBaHUs B

1EJIOM HeOIaronpHusITHEIHA.

MHorue Jietu ¢ KapJMOCTHMYJISITOPOM HPOJIOJIKAIOT OOLIYHYIO TTOBCEIHEBHYIO ACATE/ILHOCTD,
BKJIFOYAst 3aHATHS. QU3KYILTYPOH M crioproM. OGCyIuTe ¢ BpauoM Ballly aKTHBHOCTH H 00pa3

JKH3HH.
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Ipunoxenne I' 1 - I'N. IlIka/bl oueHKH, BONPOCHUKH M IpyrHe OLEeHOYHbIE
HHCTPYMEHTBI COCTOSIHHSA NalHeHTa, NMPpHBEACHHbLIC B KIIHHHYE€CKHX

PeKOMeHaAalHAX

He npumensitorcs
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