COAEPXAHUE

Lo BBEICHUE ...ttt 3
2. Onpenenenue.......... PR TR vA
3. DTHoOnarorexes....... e et a et b ke e a et s et e e e tae e nn et e raan e 4
4. Knaccudpukaums........ Cevenes ettt aaheee e e et e ea s h e e s taee s erann 5
5. KnuHuyeckas KapTHHA............eevn... e eereen it erereeaaan erereeeeenn 2
6. JIMATHOCTHKA.....ouvuvrrnrerereneirennnnenss T A
Ts JICHCBME. .. covonsisimsmimmessonevons isuassnens A Ty £

7.1 KoHCepBaTHBHOE JIEYEHHE ................. T ¢

7.2  XUPYPrUYECKOE JICUCHHE. cvvverererrrrromseesncncnssnssncnsnnns A — 11
8. IlcuxocoumanbHas NMOAAEPHKKA, BEACHHUE JETEH, MPOTHO ... vvvererenennenenncfol
9. CnHCOK HCNOJIb30BAHHON JTUTEPATYPHI. . .veerrnnrrerannnreann. ST 14



BBEJIEHUE

3aboneBanus OpraHoB NMIIEBapPEHUs B HallEH CTpaHe NOBOJILHO PacpoCTPaHEHbI
Cpeau BCEX CIOEB HAaceeHUs He3aBMCHMO OT I110J1a, BO3pacTa, IpOoQeCcCHH,

MMYIIECTBEHHOTrO MOJIOKEHUS ¥ MecTa npoxuBaHus. MHorue 001e3HH OpraHoB
MUIIEBAPEHUS HMEIOT XpPOHHUYECKoe TeueHHe. Kora He ToMbKO KBau(pUKaLUs
Bpaua, HO U MpaBUJIbHOE MOBEACHHKE MALMEHTa, IOPOH HA MHOIHE MECALBI U rOIbI,
onpeenseT HCXO TOro UM MHoro 3aboneBanus. Onnu 3adosieBaHUs CBA3aHbI C
OonblKMMH npobaeMaMu LHBUIM30BaHHOro MUpa KoHua 20 Beka — CTpeCCOM H

HENMpaBUJIbHbIM MUTAHHEM. [Ipyrue — ¢ HacJleACTBEHHOCTBIO. TpeTbu BbI3BIBAIOT
coYyeTaHUe HECKOJIbKUX MPUUHH.

SI3BEHHBIH KOJUT — 3TO COOpHOE Ha3BaHUE NaToJIOTHH, MOpaXaAIUX KULIEYHUK.
dTH 3a601eBaHUA CXO0XKH o cuMnToMaTuke. K HUM OTHOCATCA:

1. Hecneuuduyeckuii aseHHbIH KoauT (HAK);
2. 6one3unr Kpona (bK);

3. HennddepeHUUPOBaHHbBIM KOJIHUT.

Hecneunduueckuil S3BeHHBIH KOJIUT — 3TO OIHO U3 Hanbomnee THKEIO0
MpoTeKaoLKX 3a00NneBaHni KHIIEYHHKA y AeTel. I3 camoro TepMHHA MOXKHO
MOHATb, 4TO 3a60NeBaHKE CONPOBOXKAAETCH 00pa3oBaHHEM H3bA3BIEHUH

cnu3ucToi. Yale Bcero 386l BCTpPeUYaloTCs B 00/1aCTH NMPAMOM KHULIKH, HO pa3HBIC
dopmMsl 6oe3HH 00yCIOBIMBAIOT PA3IMYHYIO JIOKATH3aUHIO MOPAXKEHHUA.

TepMHUH «KOIUT» pacliM(PpPOBBIBAETCA KaK BocnaneHne KuLku. [Tpu aToM

IIPOUCXOAUT OTEK CIU3UCTOM, 00pa3oBaHHE MOACIU3UCTBIX WHOUIbTPATOB,
abCcLeccoB U NMOABJIEHHE THOA.

B 3anagunoit Espone u CILIA exeroaHo 3a6onesaet ot 3, 5-6, 5 60abHBIX Ha 105
Hacenenus no 60 6onbHbIX Ha 105 HaceneHus. bonee 50% OONBHBIX HMEIOT
BospacT 20-40 jeT, cpeHuii BO3pacT B MOMEHT BO3HUKHOBEHHUSA OOJIE3HH
coctasiseT 29 ner. Hauano 3a6oneBanus B Bo3pacTe 10 15 neT 0TMEYEHO TOJIBKO
y 15% 60JBHEIX, BO3HHKHOBEHHE HeCTIEM(DHUECKOro S3BEHHOro KonmTa nocie 40
JIeT He XapakTepHo. MOXHO CKa3aTh, YTO 4acTOTa OOpallleHH# K Bpa4dy MO MOBOAY
HecnelMGHUYECKOro A3BEHHOr0 KOJUTa AEPXKUTCSH IPUMEPHO HA OTHOM YPOBHE.

My>k4MHBI U KEHIIHHB] OMHAKOBO ITOBEP)KEHbI BOCTIAIMTE/IbHBIM 3200/ I€BaHUSIM
kumednuka. OHl MOTYT HauaTbes B 10O0M Bo3pacte. IlepBuiH MUK

3a601eBaeMOCTH NpUxoAUuTCs Ha 15-30 set, BTopoi — Ha 50-60. Hecnienudu-

YeCKH i 3BEHHBIH KONMUT BCTPEYAETCA JaXKe Y TPYAHBIX AETEH, B TO BpeMs KaK
6onesub Kpona, kak nmpasuiio, — y geteit crapuie 5 ner. B CILIA

HecrendUUECKHii A3BEHHBIN KoMUT Goiee ueM B JBa pasa 4alle HabonaeTcs



cpenu V
PEAU €BPEUCKOrO HACENEH U, YeM Y Apyrux Oensix, cpenu 6enoro HaceneHus

BCTpey Y

;p aercs Ha 50% yawe, yeM y Apyrux rpynn nacenenus. CyliectBenHo, 4To
3a00JIEBAEMOCTD A3BEHHBIM KONHTOM Ha 10-15% BbILlie, €CJIN eCTh OJIu3KHe
POINCTBEHHUKH, CTPAAaBLINE 3TUM 3a00JIeBaHUEM.

SI3BEHHBIR KONMT y AeTell — 3TO pefKas NaTONOrHA, HO ¢ KAKILIM roaoM

KONM4eCTBO OONBHBIX AeTeil yBenuunBaeTcs. B 37oM Bo3pacTe 3a6onesanue uMeer
OOIUMPHYIO pacnpoCTpaHEHHOCTh (He OrpaHHYHBaeTCs MPAMOH U CHTMOBHIHOM
KHILKO#), CpEeAHETKEN0e HIHN TsKeNoe Tedenue. YacToTa onepaTHBHBIX

BMCLIATECJILCTB Y MAJICHBKUX NMALMEHTOB [TPEBLILIAET TAKOBYHO Y B3POCJIbIX.

FIMeHHO Mo3ToMy BaXKHO Kak MOXHO paHbli€ pacno3HaTh 60Ne3Hb U MPHCTYIUTD
K ee JIEYECHHUIO.

OIIPEAEJIEHHUE

Hisennbiii koaut (AK) — xpoHuuyeckoe peuuanBHpylollce BoCcnaluTeNbHOE 3a00/IeBaHKe

TONCTONW KHMIWKH C pacnpoCTpPaHEHHEM [MOPAKEHHA HCTMPEPLIBHO OT TNPAMOH KHIIKKW B
IPOKCUMaNbHOM HanpaBIeHUM.

KO MKBb-10

K51 - S3reHHBIH KONUT

K51.0 — S3BeHHBIA (XpOHUYECKHIH) S3HTEPOKOJIHUT
K51.1 = SI3BeHHblH (XPOHUYECKHIA) HIEOKONUT
K51.2 — Sl3BeHHbli (XPOHUYECKH) NPOKTUT

K51.3 — Si3BeHHbI# (XpPOHUYECKUH) PEKTOCUTMOHANT
K51.9 — SA3BeHHBII KOMUT HEYTOUHECHHLIH

AMUAEMHUOJIOI' U

3a6onesaemoctb SAK y aereit koneGnercsa ot 1 no 4 cnyyaes B Ha 100 000 xureneit B

CesepHoii Amepuke n Espone (1-3), 4o coctaBnseT npubnusutensHo 15-20% ot 6onbHbIX JK
BCEX BO3pacToB.

3TUONATOI'EHE3

B ocHose K nexXHT nepeKkpecTHoe B3aUMOAEHCTBHE PasIMYHbIX HaKTOPOB MOBPEKACHHA
U BOccTaHOBNeHMA. BonbumHcTBO aKTOpoB NOpaXeHHs (ECTECTBEHHLIE KHINEPD, NUMGOKHHBI,
HelTpodunbl) onocpeayioT 3dhQekT 4epes pacTBOPHMBIC MCEAHATOPbl INNA3MEL,  KJICTKH
CIM3UCTON OBGONOYKM M COAEPKMMOE KHMIIKH. HemocTaTo4HOCTe HWMMYHHOH peryisunn

NMPUBOAHT K HEKOHTPOJIKPYCMbIM OTBETaM Ha MOBPEXICHHE TKAHHW H Pa3BHTHIO NOKanbHOIro
BOCIaJICHHUA.
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KJIACCHOUKALHS

o nporsxennocry BOCTIa/INTeNbHOrO nponecca
~ NIPOKTUT

= ICBOCTOPOHHUH KOMHUT (BKMOYas NPOKTOCHIMOM
= PaCTNIpOCTPaHEHHBIN KONKT
Ilo xapakTepy Teyenns

- PELUMAMBHDYIOWMA (4acTo, peako)
= HeNPEPHIBHEI

Ipumevanue:

AWT, 110 CENE3EHOYHOro U3ruba)
(ToTanbHeI KOMHUT ¢ PCTPOTPaJHEIM HNCHTOM MK 6e3 Hero)

PCUHAHBLI MOTYT ObITh pegkuMH (pesxe | pasa B roa), yacteiMu (1 u Gonee
Pa3s B roa). HenpepuiBHbiM cuuTaetes TeueHne AK ¢ mepcuctuporanu

NCPHONIOB PEMHCCHU B TeUEHHE 6 MecaLleR npu

Ilo TaxecTH aTaky (PUCAI)
- JIETKH

- CPEAHUMN
- TSXKeNbIH

€M CHMINTOMOB Oe3
YC/IOBHH a[IeKBaTHOW Tepanuu.

o oTBeTy Ha cTeponanyso Tepanuio

- CTCPOHAOPE3UCTEHTHBIN (COXpaHEHUEe aKTUBHOCTH 3a00/1eBaHus HECMOTPSA Ha MpHEM
anexsatHoH no3bl 'KC (B/B BBeneHHe unu NepopanbHLId NpUeM) B TeyeHue 7-14 quei).

= CTCpOMIO03aBUCHMBIH (KOHCTATHPYETCA NPH AOCTMXEHHH KIMHMYECKOI] peMHCCUM Ha
¢oHe Tepanuu KOpTHKOCTEPOMAAMM M BO3OOHOBIEHHM CHMITTOMOB NPH CHIKEHHH 03Bl UK B

TCUYEHHE 3 MECALEB NOCNE MOJHON OTMEHBI, 2 TAKXKE B ClyuvasX, €c/id TEepanuio CTEPOHIAMH He
YAACTCA NPEKPATHTD B TeueHHe 14-16 Hemens).

Pa3b! Teuenus 3a0o1eBanusg

Kaunnueckas pemmccHs — OTCYTCTBHME KIMHMYECKHMX CHMITOMOR 3abosneBaHus U

BOCNANHTE/IbHOA aKTHBHOCTH N0 pe3yabTaTtaM NabopaTOpHBIX HCCNEN0BAHHI KpOBH
(PUCAI<I10 6annog).

Kiannuko-3ngockonuyeckas (Mam MOJIHAsl) PEMHCCHS — Hanu4yue KJIMHHYECKOI]
PCMHCCHH M MOJIHOE 3aXXHUBJIEHUE CAU3IUCTON 000N0YKH.
ObGoctpenue

[NlosBneHHe TUNHYHBIX CHMNITOMOB 3a6oneBanus y GonsHex K B CTanuu KIMHHYECKO
PEMHCCHH, CIOHTAHHOH WK MEHKAMEHTO3HO MOAAEPKHBAEMOIA.

KJNHNYECKAS KAPTUHA

Tunuuynble KIUHHYECKHE CHMNTOMBI 00J1e3HH

* XpoHuyeckas (24 Hemenb) WK MOBTOpsAOIIAsAcA (>2 3NMHU3040B B TeueHHue 6 MECALIEB)
nHapes

® bOTH B )XXHBOTE, TEHE3MBI
e [IpMech KpOBH B CTye
e TeHesmbl

* BHekHLUeYHbIE CHMITOMBI (MOPaXKEHHE KOXH, CIW3UCTHIX, CYCTABOB, /a3, NEpPBHYHbIM
CKJICPO3HPYIOLMA XOJNAHIUT M Ap.)

® 3afiepikKa pocTa H/unu myOepTaTHOro pa3BUTHUs

A R 4



e OOwas cnabocthb

e [loTepsa maccel Tenia
e JIuxopaaxa

Knuunyeckas CHMNTOMATHKE MOXET CYLICCTBCHHO OT/IMYATLCH B 3aBUCHMOCTH OT obbema
H NOKANW3aLUMH NTOPaXKEHHUS:

ITpn npoxTUTE, NPOKTOCHIMOWJIUTC:

e Ctyn excaHeBHbli 1-2 pasa B JCHb, MOXCT GbiTE HOPManbHBIM OGOPMICHHBIM WIIH
CMACTMYCCKONO XApaKTepa, KpOBb pacroflaractcs Ha KajoBbiX maccax B BHAC peKTaNbHOIo
«MAEBKA» MY MA3Ka, y4aluleHUe HOYHBIX AcpeKaunt, 4acThic TCHCIMBI

e BonM B JKHBOTE NOKATM3YIOTCA B J1eBOH MOMOBMHE KMBOTA, TPCALICCTBYIOT aKTy
nedexauun.

¢ JlebuumnT Macchl TeNa pasBUBACTCA PEAKO.

IIpy_1eBOCTOPOHHEM KONUTE, TOTATbHOM KONHTE

 Cryn yyaweHHbiii g0 20-50 pa3 B CYTKH, NpHMCCh KpOBH B GonbuIoM KOAHYECTBE H
nepeMeliaHa ¢ KajJoBhIMH MaccaMu

e BoNH B )KHBOTE JIOKANHU3YIOTCA MO BCCMY XKHBOTY, MPCAILCCTBYIOT aKTY nedekauum

* HouHsbie NO3bIBLI

e JlepuuuT Maccul Tesa.

JUATHOCTHKA

Ninarnoz SK y perelt A0MKEH YCTaHaBIHBATLCA HAa OCHOBAHHMH COYCTaHUA AaHHbIX
aHaMHe3a, (U3IMKaNbLHOrO OCMOTPa M HJICOKONOHOCKOMHK € MHOXeECTBEHHON Owoncued,
BBINOTHEHHON rACTPOIHTEPOIOrOM C NEAHATPHYCCKOH cneuMsanu3aumcei.

JlabopaTopHasi AHATHOCTHKA:

- pa3BepHYTHH KIHHHYECKHIA aHAJTH3 KPOBM C ONpecIcHHEM TPOMOOLMTOB
-onpeacaeHHe KOHLCHTPaUKH anaHHHaMHHOTpaHcdepassl (AJIT),

acnapratamunoTpaicdepassl (ACT), ansOymuua, C-peaktusHoro 6enka (CPb) u oucHky
oOMeHa xene3a

- onpeaenenne TokcuHa Clostridium difficile pexoMeHAYETCA NPOBOAMTE HE MEHEE, €M B
3 oTAenbHLIX NOPUMAX CTYJIa

- onpeaecHUE KOHUEHTPaUHHA aHTHTEN K UMTOMIa3Me neitpodpunos (p-ANCA) n anTHTEN
k caxapomuueram (ASCA).

- onpeneneHue GeKanbHOro KanbnpoTeKTHHA
HucrpyMeHTa/IbHAA AHArHOCTHKA:

- wieoxonoHockonua (k ocobenHoctam SK oOTHOCATCA: nopakeHWE TOMBKO TOJICTOH

KMIWKK (B PAAE CNyyaeB C PETPOrpafHLIM MIEUTOM), 00A3aTeNILHOE BOBJCYEHHUE B MPOLECT
npAMo# KULLKH, auddy3HeIf XapakTep BOCMaCHH)

- 330aroracTpoAyOAEHOEIOHOCKONMUS (AN nckmoyenus Gonesny Kpona)

- VnbTpa3eykoboe uccrnegoanue (Y3HU) opranos OprowHo# nonoctH (JUIs HCKITIOYCHHA
BHEKHLLIEYHBIX npoasaeHui AK)

Mopdonoruyeckas AHarHOCTHKA:
- Mopdoaorudeckoe HeeneaoBaHue GHONTaToB CIM3UCTON 000/IOUKH KHIICHHHKA



Tabauua 2.

[MeauaTpuyeccKuil MHACKC aKTUBHOCTH A3BCHHOrO KOJIHTA
(Pediatric Ulcerative Colitis Activity Index: PUCAI)

CumnroM [TysKTh

1. Boab B xHBOTE
HeTt 6onu 0
Bonkio MOXHO npexcbpeysb T 5
CuneHbie 60n 10
2. PexTanbHOe KPOBOTEYEHHE o o

FL Hert T | 0
HesnauuTensHOe KoNHuecTBo, MeHee ueM npH 50% nedekaumi 10
He3naunTe/ibHOe KONMHECTBO Mpi GonbIMICTBE AcheKalHi 20

[ 3nauuTtensHoe komtuecTro (6onee 50% KonmuiecTna cTyia) 30
3. KoHcHcTeHIs cTy.aa npy GoapuinucTBe acdexannil
OdopmiteHnbIH 0
IMonyodopMaeHHbIH 5
[MonuocTbIO0 HEOHOPMAEHHbIH 10
4. Yacrora cTysa 3a 24 4aca
0-2 0 ]
3-5 5
6-8 10

15

>8 ﬁ*

5. Hedexauns B HOYUHOE BpeMs (nw06oit  INHu30a, BbLIIBABIUIKHHA

npolyxaeHne) | N
Hert 0 |
EcTb 10
6. YpoBeHb aKTHBHOCTH B
HeT orpaHuueHni aKTHBHOCTH 1 0

5

Inu3oaANYeCKoe OrpaHH4YEeHHC aKTHBHOCTH
BblpZDKCHHOC OrpaHH4Y€HHC dKTHBHOCTH

Cymmapnsiit unaekc PUCAIT (0-85)

Kpurepuu PUCAI
e Pemuccus - 1o 10 6annoB (uyscteutensHocTb 89%, cneunpuyHOCTS 89%)

e MuHMManbHad akTHBHOCTH - 10-34 6anna (4yBCTBHTENLHOCTb 95%, cneundpuyHOCTD

95%)
 YMepeHHas aKTHBHOCTD - 35-64 Ganna (4yBCTBHTE/ILHOCTD 92%, cnieurduyaHocTb 94%)

» Bricokas akTMBHOCTB - boniee 65 6annos
e KIMHMYECKH 3HaYMMBIH oTBeT cooTBeTcTBYeT cHixkeHuio PUCAL He meHee, YeM Ha 20

6annos.
Tabnnua 3.
OcHoBHble 3a00neBaHusA, C KOTOPbIMH CJIEAYET NPOBOANTL
auddepenupanbhyro anarHocTuky JK y nereh
HTuddepeHUHANLHBIH Knunnueckas KapTHHA Hccaenosanusn
AHArHO3 |
UHbeKUHOHHBIA KONHUT OcTpoe Hayallo, 4acTo C AHANN3 Kana U8 MUKPOOHOIOTHYECKHX
(4acTo) NUXOpaJKoi ¥ pBOTOH. uccnenoBanuit, pimouas Clostridium difficile




Penko nponomxkaercs H napasuToB, BO30yauTeneli Tybepkynesa u

. Gonee 3 Hepens Yersinia npn HaNHYUHK NoOKa3aHUH
AnnepruyecKku KOnur JK3ema, aieprua Ha Yposeus cneurduyeckoro/oduiero IgE,
(4acTo Yy MN1aACHUEB) MOJIOYHbIH Oenok B KOXHBIe TecTHpoBaHue, OUONCHA TOJICTON

aHaMHe3e, OTAroLeHHas KULWKH (303uHO0GHAbHAS HHPHILTPALIUA,
HacNneACTBEHHOCTh NO nuMdodonanukynspHas runepriaug), npooa
aToMWU C HCKJIIOYEHHEM DeJIKOB KOPOBLETrO MOIOKA M
- | ApYrHX aepreHoB
Backyaur (peako) ConyrcTByioLune Anamis HLA-BS, 6noncus Kok,

BHEKHLICYHBIE MPOABJICHHA | CEPOJIOTHYECKHE MAPKEPDI
(mopakeHUs KOXH,
CYCTaBOB U rias)

—_—

UMMyHOaeDUUUTHBIE Pa3suTHe konuTa B nepeblie | KoHcynbTalHa HMMYHOJIOra BO BCEX
COCTOAHUA (peaKo) MeCALb! AKU3HH, 9aCTO C clyyasx KOJIMTa C paHHHM pa3BUTHEM
BOBJIEYEHUEM

nepuaHaibHOH 30HbLI;
BOCMaJIcCHHE BOJIOCAHBIX
¢OoNNUKYTIOB MIIH 3K3€EMA,
apyrue rpndxoBbie HIH
HakTepuanbHble HHPEKLHH

NPUMEPBI IMAT'HO30B

[lpy ¢opMyNIHpPOBaHWHM JHArHO3a ClelyeT OTPa3sUTb XapakTep TEHCHHA 3a00./1€BaHHA,
MPOTAXKEHHOCTh MOPAXKEHHA, TAXKECTb TEKYLICH aTak¥ WIM HAaaWYHE PCMHCCHH, HAJTMHHC
FrOPMOHANLHON 3aBHCHMOCTH MJIM PE3UCTCHTHOCTH, a TaKKe HATMYHE BHCKHLICHHBIX HIH
KHILEeYHEIX OCNoXXHeHUH. Hibke npuBeaeHsl npuMepsl GOpMYTHPOBOK AHArHo3a:

o SI36eHHbII KOAUM, XPOHUYECKOE peyuousupylowiee mevenue, npokmum, cpeoHemANce1an
amaxa

e SI36eHHbIT KORUM, XPOHUYECKOE HenpepbliéHoe meyeHue, 1e60CmoponHee nopadcenue,
cpedrnemaxcenas amaxa. I OpMOHAILHAR 3A6UCUMOCMD. Brexuweynbie npossieHun (nepsuyHblu
CKAePO3UPYIOWUY XONaHZUM)

o SI36eHHbII KOMUM, XPOHUYECKOE peyudusupylowjee medeHue, momaibHoe nopaxcexue,
maxcenas amaxa. lopmonansuas pesucmenmuocms. Tokcuyeckuu Me2aKonoH

JIEUEHHE

JIuerorepanus
YacTHoe ApoOHOe MUTaHHE ¢ ODECrevYeHHEM XMMHYECKOTO W MEXaHHYECKOro UiaKeHHA

CAM3NCTON 06004KH. MCKNIOYAIOT NMPOAYKThl, YCHIMBAIOLIME NEPUCTANLTHKY M 00/1aJatolHe
anyiepreHHbLIM W paspaXalouM JeHcTBHeM (Kode, WOKOoAa, XXKHpHas H ocTpast nuua).

Korcepsamugroe n1euenue A36eHH020 KOnuma

Tepanua nepopaibHsIMU U PEKMAIbHLIMU npenapamaviu S-amunocaruyu1060u
kucaomoi (5-ACK)



I. Opanbhoe Haznayenpe fipenapatos 5-ACK (Mecanasun, Kon ATX: AO7EC02 u

CO1) pekomennyiores s KQuECTBC Tepanuu nepeoii tunumn s
TPCAHCTAKENON aKTMBHOCTH A3BCHHOro kosnuta (2b, C).
MCCanaznH HasKnavaeres nose or 60 R0 80 Mr/kr B CYTKH (He 6onee 4.8 r/CYyTKH) B
KTadblibie npenapatel 5-ACK nasnavatotes s posze 25 mr/kr po | r/cyrkw.
H NpuUMensercs B gosze 70-100 MI/Kr/cyT (MakcHmansias

A 1034 NCpopanbbIX W PCKTANbHbIX npcnapatos 0bbIIHO HC NpPEeBOCXOAHT

CTAHNAPTHYIO 103y ANA NepopanbHoro npuema Gonee yem Ha 50% wiu 6.4 I/CYTKH Y B3pOCIBIX.
[locrenchnoe ysenuucnue noans Cynbacanainua 8 Te

AO303aBHCUMBIX HCXKCNATENILILIX ABNCHUM, TakHx
KCIyno"HO-KuweuHoro Tpakta (OKKT).

2. Kombunaums opanbubix S-ACK ¢ Tonuveckumu 5-ACK 6Gonce
TONLKO OpanbHLIf npuem (5, D)

3. Pextanbnoe

NpH Nerkol u ¢
[epopanbubiii

Cynbdacanasu

nosa 4 r/cytku).
Makcumanbia "

YeHue 7-14 aucit MOXeT CHH3HTE PHCK
Kak ronoeunic 6onu u paccrpoiicrsa

ApdekTUBHA, yeM

HazHauenne 5-ACK 6Gonee sdipektusno u eMY ClCaAyeT oTAaBaThb
MPCANOUTCHHE MO CPABHCHHIO C PEKTANILHBIM HATHAUCHHEM crepouios (2b, C).

4. Topnepxkusalolas Tepanka - npenapatamu 5-ACK jomkma  nposoauThes
HCOTPAHHYCHHO N10ATO (NpM  YCNOBHW MEPCHOCHMOCTH). Moaacpxusaomas mo3a momkwua
PABHATLCA N03€, MCMONL3OBAHHOH ANA HILAYKIHH PCMHCCHHM, XOTA BO3MOMHO [IpUMEHCHHE
MeHbWCEH n03bl (e Mehee 40 Mr/kr uau 2.4 r/eyTku; MunuManbhas dddekTuBHas no3a vy
B3POCMBIX COCTAaBAACT 1,2 I/CYTKH) Nocie AOCTHKEHNSA YCTOHYHBOH PEMHCCHM,

5. OTcyTcTBHE OTBETA Ha nepopanbHbi MccanasHH B Teyenme 2 HeJICAL ABAACTCH
MOKA3aHHCM K Ha3HAYCHUIO aNbTCPHATHBHOIO NEYCHHA, HANPHUMEpP, K MOAKIIOYEHHIO MCECTHOI
TEpanuu (ECNH eLue He NPOBOANTCS) HITH HA3HAYCHHIO NEPOPATBHbIX KOPTHKOCTEPOKN/IOB.

Ilepopaisnsie cmepouosi

|. OpanbHbie creponant 3 PeKTHBHBI AR HHAYKLUHMH PEMHCCHH NPpH A3BEHHOM KONUTE |
nereh (2a, C)

2. IlepopantHeie cTepoMabl PEeKOMEHAYETCA NPUMEHATb MPH CPEAHETRKENON aTake C
CHCTEMHBIMH NPOSBIACHHAMH M Y OTACNLHLIX MALKWEHTOB AETCKOrO BO3PACTa ¢ TAXKEIOH aTaKOH
0e3 cucTeMibIX NPOABNCHMA WIH Y NAUMEHTOB, He AOCTHFIIMX PEMHMCCHH Ha ¢oHe Tepanuu
ontumaibHOH N030A 5-ACK. Ilpu Tsxenod arake nMpoBOAMTCS BHYTPHUBEHHAs CTEpOMIHASA
Tepanus (S, D).

3. Ho3a npeannsona (Kog ATX: HO02ABO07) / npeanuszonona (Koa ATX :H02AB06)
cocrasnfeT 1 Mr/Kr ¥ He A0/MKHa NpeBeiwaTh y GonblunncTBa AeTeit 40 M B CYTKH OHOKPATHO
(2a, B). C uenpio yMeHblUEHWA NOTEHUMANBHOTO PHCKA MOAABJIEHHS POCTA PEKOMEHAYETCS
OAHOKPATHbIH [PHEM BCEH N03bl YTPOM.

OpueHTHPOBOYHAA CXeMa NpPHUMCHEHWS CTEPOMAOB Y JeTeil BBIMIAAMT CICAYIOLLHM
obpasom (Tabn. 4).

Tabnuua 4.

CxeMa CHHXKEHUA J03bl MPEAHH300HA ACTAM C A3BEHHLIM KONUTOM (B MI/CYTKH)

leaenn | Heaeasn | Heaenn | Heacan | Hepenn | Heaenn Heaean | Heaens | Heaens | Ileaean | Heaeasn
1 2 3 4 5 6 7 8 9 10 1
60* | 50 40 35 30 25 20 15 10 5 0
50¢* | 40 | 40 35 30 25 20 5 1 10 5 0
45%* 40 40 35 30 25 20 15 10 5 0




0 40 ] 30 30 [ 25 25 20 15 [ 10 [ 5 0
35 | 35 | 30 | 30 | 25 | 20 [ 15 5 | 10 | 5 0
0 | 30 ] %0 | 2 20 15 15 10 [ 10 s | o |
— 25 | 25 | 25 20 20 15 E 0 | S s [0
_ . .. L = S |
w [ 3 | A ) 15 i5 | 125 | 10 | 75 | 5 | 25 | 0O
E 15 [ 15 [ 125 [ 10 10 75 | 75 | 5 | 25 | 0 |

Mepeble 2-3 HeAeNM: HAuano TEpamHW MPEAHH3ONOHOM B 103€ | mr/kr (mo 60 wr)

OAHOKPATHO B CYTKM (*ANA KynMpPOBaHWA AaTak THKCEIOro A3BEHHOTO KOJIUTa MOXET

NPUMEHATECA 1038 A0 60 Mr/CyTKM MEpopanbHo, @ TakKe BHYTPHBEHHO no 3-5 mr/kr). Ilpu
OTCYTCTBHM 3HAYHMOTO KIMHHYECKOrO YIYYUIEHHA Y MNaUMCHTOB €O CpEAHETMKEILIM H

TsokensiM KonuToM (cHmxenne PUCAIL na <20 6annos) nocne 7-14 pueit TepanHU KWIH INIpH
ysenuyenun PUCAIL na 220 Gannos Ha nioboM 3Tane feyeHus chaeayeT pacCMOTPETh

BO3MOXHOCTb YCUJIEHUA TEPanuH 10C/e HCKAOYCHHA APYTHX NIPUYHH CTEPOMAOPEIUCTEHTHOIO
TeYCHHA DONE3HN.

[Mocne nepBbiXx 2-3 HEACHb TEpanuu: NpH PUCAI ot 15 po 30 npoAo/mKuTh NpHEM
NpeHU30NOHA B TOi Xe o3¢ (YBENIHUCHHE obieii NPOLOHKUTENLHOCTH NpHUeMa Ha | HeaeNo),
PUCAI] >35: yBennueHue A03bI A0 uerionb3osasilieiica Ha 1-2 3tanax nc4YeHUA, B TECHCHHC
Henenu, 3aTeM HayaTh CHHXKEHUE N03bl C MCHBLUICH CKOPOCTLIO; PUCAI] >60 nnu noBbILLICHUE
PUCAI He menee yem Ha 20 GanioB Ha mobGoM 3Tarne JeHCHHA: pacCMOTPETh BO3MOXXHOCTD
ycunenuns Tepanun. B moboi cutyaunn cheayer u3beraTb rOpMOHaJILHON 3aBUCHMOCTH NYTEM

yCHIIEHUS MOAACPKUBAIOLIEH TEPaNKH.
Puck 060CTpeHHst MEHblle MPH MCMONB30BaHWH NO3BI MPEAHU30JI0HA >20 Mr, OAQHAKO,

4ACTOTA HEXENaTeNbHbIX MBNEHWH TNpU WCNONb30BAHMM BBICOKOH [03bl YBEIHHHBACTCA.
CuMkeHHe 10351 B CBA3H C 3TMM CNEAyeT HauyaTh KaKk MOXHO paHblieé W B Hauane Kypca
CTEpOMIIOB CHWXaTh N03y Gosiee HMHTEHCHBHO, 3aMELIHB CKOpOCThH YMCHbBLICHUA A03bI B
nanbHeiimeM. B HEKOTOPBIX Cyd4asX BO3MOXHO COKpALUCHHE KaXI0ro jTana Tepantu ¢ 7 no 5
nuedi. 1o gocTXeHnIo Manoit 103kl A1 CHHXKEHUS PUCKA HEXEIATEAbHBIX ABJIEHHUH BO3MOXEH
npWeM npenapara uepes AeHb. CielyeT MOMHWTE O BO3IMOXHOCTH HaAMOYEeYHHUKOBOH
HEJOCTATOYHOCTH AaXe CAYCTA MHOIO MECSALCB MOC/I€ OTMEHBI CTCPOHIOB.

Aovroganmian mepanus
1. Aurtubakrepuanphas Tepanus npu SAK y nereid He nokasaHa IS HHAYKUMH WIIH

NMOANCPXKAHHA PEMHCCHH B amOynaTOpPHOH MpaKTUKeE (5, D), oaHAKO TMPHMEHAECTCA B CJIy4ac
pa3sBUTHUS OCNOXKHEHUH WK B KAYECTBE JOTIONIHEHUA K CTaHJApTHOMN TepanHuH B OCTPLIH NEepHOL
2. INpn oboctpern AK W HanM4uM NPU3HAKOB SHAOTOKCEMHH MOKa3aHO MPHMEHCHWE

cOpOEeHTOB.

Hmmynocynpeccopbi

1. Tuonypuusl (azarmonpus, koa ATX: LO4AXO01; unu 6-MepkanTonypuH. KOA ATX:
L01BB02) pexoMeHAYIOTCS AN NOANEPHKAHUS PEMUCCHM Y IETEH € HEMEPEHOCHMOCTLIO 5-ACK
MM Y NALKEHTOB € YACTO PELHMBHPYIOIUM TeueHHeM (2-3 0bocTpeHuA B rOAL) MIM Pa3BUTHEM
ropMoHo3aBucuMoi Qopmbl  3aonepanus Ha (QOHE TNpPOBEACHHS TEPaNHu 5-ACK B
MakcumanbHbIx no3ax (3b, C). TepanepThyeckuit 3QPeKT THONYPHHOB NOCTUraeTCA B NEPHOA
10 10-14 Hemenb OoT Hauana neyeHua. Jlo3a MOXeET KOPpPeKTHPOBATbLCA NPUBAN3HUTENLHO AO 2,5
MI/Kr ana azatHonpuHa uam 1-1,5 mr/kr ans 6-mMepkanTtonyprHa ¥ NpUHUMATLCA OAHOKPATHO.



2. THONypHHBI PEKOMEHAYIOTCS IUIA NoIEPXKHBalOLLIEH TEpanuu NpH OCTPOM THKE/IOM

KOJINTE NOCNe HHAYKLUHH PEMHCCHH NPH MOMOLIH CTCPOHIOB 4, C).
3. Tepanus umknocnopuHoM (Koa ATX: LO4ADO1) unu takponumycom (Koa ATX:
LO4AD02), Ha3HaueHHas TpH OCTPOH TAKENOH aTake H3BCHHOTO KonuTa JO0KHa OBITh

npeKpalleHa crnycTs 4 Mecala ¢ NepexoaoM Ha NPHEM tuonypuHos (4, C).
4. Tpumenenune MetoTpekcara (Koa ATX: LOIBAO1) npu AK y nered B HacTodllEC

BpeMs He pexoMeHayetes (S, D).

Buoiozuyeckue npenapambt
1. YV nauMeHToB ¢ XpOHHYECKHM HENpEPLIBHLIM HJH rOpMOHO3aBUCHMbIM TEHCHHEM JK,

He KouTponupyembiM 5-ACK u THONypUHaMH, CNICAYCT paccMOTPETh BO3MOXXHOCTh Ha3HAUCHUA
nudnuxcumaba (Koo ATX: L04AB02) (1b,B).

2. Wndnukcuma® B HacTosulee BPCMA gBNSeTCs MpenapaToM NepBod  JIHHWM
6nonoruyeckoil Tepanuy y aeteii ¢ K u HazHauacTCa B 03¢ 5 mr/kr (3 MHAYKUHOHHBIX Ha 0, 2
¥y 6 Hegensx € MocjeAylolHM BBEACHHCM MO 5 Mr/kr kKaxaple 8 Heaenb B KauCCTBC
MOAAEPKHBAOLIEH TEPATTHH). MoxeT notpeboBaThCcs HHAMBUAYaNbHBIH NoaAGOp A03bI.

3. Wnpaukcumab crnenyeT Ha3HAYHTL TIPH rOpMOHOpPE3HUCTETHOH (opMe 3ab0.J1eBaHUA
(YCTOHYMBOCTH KaK K NEpopaibHbIM, TaK H BHYTPMBEHHBIM MpEnaparaMm). Ecnu undnnkcumad
6LI1 HasHaueH NpH OCTpOi aTake Yy MauUHCHTA, paHee He MOJIy4aBLIEro THOMYPHHBI,
GHONOrHYecKas Tepanns MOXET HCMoNb30BaThCs Kak BcriOMOratenbHas Ans nepexona Ha
TeparnHio THONYypHHaMu. B 3TOM cryuae, Tepanuio MHPIMKCMMADOM MOXHO NpEKPATHTE CnycTs
npr6ausuTeibHO 4-8 MecALCB (4, C).

3. Aananumymab (Koa ATX: L04AB04) MOXeT NMPUMEHATBLCH TOJIBKO Y MaLUeHTOB C
notepeil OTBETa Ha HHPAMKCUMaO KWK HENEPEHOCHMOCTLIO unpnukcumada (4, C). Tepanuio
ananuMymMaboM NMoKasaHo NMpPOBOAMTH NO CXEME: MHIYKUHOHHAs No3a Ha 0 u 2 Heaene 120 Mr 1
80 mr npu Mmacce Tena 240 Kr WM 80 mr u 40 mr npu macce Tena <40 Kr, 3aTeM
noaaepxHBatowLas tepanus no 40 mr | pa3 8 2 Heaenn. [IpenapaT BBOAUACA MNOAKOKHO. MoxeTt

I"IOTPCGOBaTbCﬂ HHAUBUAYAJTH3ALUHA AO03bl.

Xupypruyeckoe JieueHHe

ITnasnoeas Xupypzus y oemeu

[lnanoBas KONDPKTOMHS MOXeT ObITh MOKazaHa JeTAM €  aKTHBHBLIM HITH
ropmoHosaBucumbiM  SIK,  HeCcMOTps Ha  TCPAIHIO makcumanbHeiMu  po3amu  5-ACK,
TuonypuHamu u aHTH-OHO-npenapataMH MKW NpH o6Hapy)XeHHH BbICOKOH [HMCIUIa3KH
AUTeNHs TONCTOM KUIWKH (5, D). [Tepen MPUHATHEM PELICHHUSA O KONSKTOMHH CNELyeT [MOBTOPHO
OLEHUTh COCTOSHHME OONBHOTO, B TOM YHC/E MPOBECTH TMOBTOPHYIO HJICOKOJOHOCKOMHMIO H
HCKJIFOYHTH ApYrHM€ MpU4HHBI CMMNTOMOB. PeweHue Bonpoca O MpOBCACHHH KOJIPKTOMUH
pewiaeTcs  KOMErHalbHO €  YYaCTHEM  XHMpYpros W ACTCKHX racTPO3HTEPOJIOrOB.
Jlanapockonu4eckui XHpYpru4eckud AOCTyn Y nere 6e3zonaceH, MMEET HHU3KYIO 4acTOTy
OCIOKHEHUH W NMpeAnoYTHTENbHbIE KOCMETHYECKHE PE3YJIbTaThI (2b, B).

MNcuxoconuaabHas NOAACPKKA H NPHBCPACHHOCTL TEpanuH
1. Tlcuxonoruyeckas NOMoLLbL MOKa3aHa BCEM HYXAAKOUIMMCA NaLKMeHTaM, NOCKOAbKY OHa
TOBLILLIAET Ka4eCTBO XH3HK, obneryaer afantauuio K 3a00JIEBaHUIO H NPEMATCTBYET ACNIPECCHH

(2b, B).
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2. YV jperet ¥ noapocTkos, ocobeniio npy necrabunniiom Teuennu 3abonesanms, creayer

yUMTLIBITH BOIMOKHOC HECODMIOJICINE MCAHIMHCKUX 1pe/inmucaniyi (38, B).

BEJEHUE JIETEN

Cmaous oGocmpenun
OGcnenoBalKe NPOBOIST B YCJIOBHAX KPYrOCYTORHOIO CTALIHOHAPA:

e Kumimuccknit ananus kposu | paia s 2-3 aus, npu HeobxonuMocTy Yatue
e Konponoruueckoe uccieposanue 1 pas B nejeiio

o Onpeacncnue GCKaNLIOro KanLIpoOTCKTHIA 2 pa3a A Mccsl

o BuOXUMHUYCCKHA aHANMI KPOBH (HPUTCHIIOTPaMMB, Keaeio, Kauh, KanbiuMh, HaTpuA,
nankpeaTHcCKoi aMuNa‘ibl, AJIT, ACT, tesoy ok docdarase,
ramMmaraytamuarpancnientuiass ([T°T), obutero u npsamoro 6uaupyouna, CPb) | pas B
HEACI0, NPH HEODXOAUMOCTH HallC.

o Onpencnchne p-ANCA, ASCA npu nocTynicHny

o (CMOTP ACTCKUM MECTPOINTCPOIONOM CXCANCBHO

o QcMOTP XMPYProM - N0 NOKAIAHHAM

& [lo NOKajlanuaM: KOBIyJOorpaMma, KOJIOHOCKOMHSA, PEKTOCKONHA, MPT opraiion
GpiowwHoA NONOCTH ¥ MaJIoro Tasa.

Cmadus Henoanol K1uniu4eckol pesmuccuu

OGcne/loBAHKE NPOBOJIAT B YCHIOBUAX KPYraOCYTOYHOIO WIH AMeBHOro craumonapa (B
18BUCUMOCTU OT COCTOAHUA faiMcHTa).

o Knunwuucckuti ananui kposu 1 pas B MecaLl

¢ Konponornyeckoe uecnenosanue | pas 2 Mecala

e Onpejcienuc Gekanpioro KaabipoTeKTMHa | pa3 B 4 MecsLa

o Buoxumuueckufi aHanus Kposu (NPOTCHHOIPAMMA, KOHLCHTPALIAH MOYCBUHDI,
KpeaTHIMHA, KeJicia, Mariiua, Kaaus, KaabUMd, HaTpui, nankpcatuyeckoin amunasel, AJlT,
ACT, uenounob gpocdarasn, [TTII, obutero u npsmoro 6Gunupybuna) | pas B 4 mccaua

o Onpeacncune p-ANCA, ASCA | pa3 s 6 mMecALeB

¢ Ocmotp neanatpom | pas g 4 mecaua

¢ OcMoTp racTpodi(reposiorom | pas s 2 mecsua

o Ocmotp xupyprom | pa3 8 12 mecaues

e [lo noka3auuaM: KoaryiorpamMma, peKToCkornus, KOJOHOCKOMNNHA (B ycnoBuAX AHCBHOTO
craumonapa).

Cmadus noanolt Kiunuyeckol pemMuccuu

O6caenosanus B ycnoBusx KaMHUKo-1MarHoCTHHECKOTO LICHTPA, NIOIHKIHHHKA NO MECTY
AKUTCIILCTBA

o Kaununucckuit u 6uoxummuucckuii ananusil kposu | pa3 B 6 Mecaucs

o KONponornueckoe HCCaeoBanue, onpeacicHie pekaibHoro KajblpoTeKTHHA | pazB 6
MCCALICH

e Onpeacnenue p-ANCA, ASCA | pas B 12 mecslcs



tpom | pa3 B roll
onorom | pa3 B 6 MecALEB

s 12 MecsLeB
Te e HccneaoBaHui,

, (OcMOTp NneAna
s (OCMOTP racTpoHTEDP
e OCMOTP XHPYProM 1 pas

[lo NOKa3aHuaM NPOBOANAT
i KTMHKYECKOH PEMHCCHA

yTO W Ha CTaauAX obocTpeHna H

j1enonHo

NMPOrHO3

OueHKA B NPOTHO3 arcTiBHOCTH 3a00CBALNIA

MM
acCOLMHUPOBAHO € Gonee  OnaronpuATHEIM
YTO

HeT AAHHbIX.
cnu3HcTo aBJ/IACTCA 6

1 KTUHHYECKHX NaHHbIX.
10 no 34 -0 NEerKo

CBUAETCBCTBYIOUINA,
JACHUE 3DHKNUBNCHHA onee ueHHbIM AW
MUCCHU Ha OCHOBaHH
UCCHM, OT

SHILOCKOI'IH‘%CCKOC NOATBCP

yeM YCTAHOBNCHHUC PE
UneTenbCTBYET O PeM

ot 35

[porHo3a,
2. PUCAI1 <10 cB

CHMXCHHIO PUCA
neyeHus Ha JaHHBIX OTHX noporoBbiX BCNTAUHH.

KuuieyHbsle OCNONCHEHUR A38€HH020 xonuma

1. Kuue4Hoe KpOBOTCUEHHE
2, ToKCU4ECKHH NMerakonou (nunaTauui o60104HOH KHLIKH)

3. Tlepdopauns toncTof KHLIKH

4. Cencuc
5. Pak TONCT

oit xumky (Y peteit peako)
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