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1. Onpenenenue

AytonmmyHHbIH renatuT (AWUIY) — nporpeccupytoliee renarouesuIoasIpHOe BOCIIAICHUE
HESICHOM 9THUOJIOTUH, XapaKTCPU3IYIOIICCCA HATMIUCM IICPUIIOPTAJILHOI'O I'CliaTuTa,
I‘I/IHepFaMMaI‘JIO6y.HI/IHeMI/II/I, NMEYCHOYHO-aCCOMUPOBAHHLIX ChIBOPOTOYHBLIX ayTOAHTUTCII U
HOJIOKHUTEIBHBIM OTBETOM Ha UMMYHOCYTIPECCUBHYIO TE€PAIIHUIO.

AU - XapakTepHble TUCTOIOTHYSCKHE aHOMAIIMU (JTMMGOTUTa3MOITUTAPHBIN TeNaTHT),
noBbiieHHble ypoBHU ACT, AJIT u obmero IgG u HalMune 0THOTO UM HECKOJIBKUX
XapaKTEepPHBIX ayTOAHTUTEN

HeaxTuBHbIi uppo3 neyenu - OTCYTCTBUE BOCTATUTENbHBIX HHPMIBTPATOB KaK B MOPTAIBHBIX
TpaKTax, Tak ¥ B ((UOPO3HBIX MOJIOCAX MPH UPPO3E TEUCHH

Octperit soxensii AUL - XKentyxa, MHO > 1,5 >< 2, oTcyTcTBuUE 2HIIEDaTONaTUN; OTCYTCTBUE
paHee IpPU3HAHHBIX 3a00JeBaHui meueHn3 70

buoxumunueckas pemuccust - Hopmanuzanus ceiBoporounsix ACT, AJIT u IgG yposus (VY
HAIUEHTOB C IUPPO30M IIEYEHHU B OMOXUMHUYECKON PEMUCCUU MOXKET HaOII0AaThCsl CTOMKOE
nosblilIeHue ypoBHs IgG.)

I'ucronoruyeckas peMUCCHUA - OTCYTCTBI/IG BOCIIAJICHHA B TKaHU IICUYCHU ITIOCJIC JICUCHUA

Heynaua neyenus - YxXyamenue 1ad0opaTOpHBIX MM THCTOJIOTHIECKUX MTOKa3aTeNeil HeCMOTPSI
Ha cOOJIIOICHNE CTaHAaPTHOM Tepanuu

Hemnonneii OTBET - YJ'IyLII_HeHI/Ie J'Ia60paTOpHBIX N TUCTOJIOTHYCCKHUX JaHHBIX, HCAOCTATOYHBIX
AJI1 YAOBJICTBOPCHUA KPUTCPHUEB PEMUCCHUU

Perunus - O60cTpeHre akTUBHOCTH 3a00JI€BaHUS MTOCIIE UHIYKIIUU PEMUCCUU U OTMEHBI
npemnapara

HenepenocumocTs sieuenns - HEBO3MOKHOCTh MPOAOJIKEHHS TOAACP/KUBAIOIIECH TEpanuu U3-3a
110004HBIX 3((HEKTOB, CBA3AHHBIX C JIEKAPCTBEHHBIMU IIpeTapaTaMu

2. DTUOJIOTUS U ITATOrEHES

Opnna u3 Teopuit marorenesa AUI mpeanonaraer, 4ro 60J€3Hb BBI3BaHA KOJIOTMYECKUM
TPUITEPOM Y T€HETUYECKH MPEAPACIIOIOKEHHOTO UHANBH/IA. TOYHBIE OTHOILIEHUS MEXTY
re€HaMH U ayTOUMMYHHBIM IPOLIECCOM OCTAIOTCS B 3HAUUTEIILHOM CTENIEHU HEOIIPEIEIEHHBIMH,
HO Ha MOJIEKYJISIPHOM YPOBHE OHM, KaK I10JIararoT, BKJIOYAIOT aHTUT€H, [VIaBHBII KOMILIEKC
rucrocoBmectTuMoctu (MHC) u T-knerounstit perienirop (TCR). Ouu 00pa3yroT TpoitHoi
KOMIUIEKC, B KOTOPOM KOPOTKHE CETMEHTBI, HA3bIBAEMbIE KOMILIEMEHTAPHBIMHU
nerepmuHupytoummu oonactsimu (CDR), naeHTHUIPYIOT U KOHTAaKTUPYIOT ¢ KOMIJIEKCOM
antureH-MHC. Bupychl, 1ekapcTBeHHbIE IpenapaThl, TPaBbl 1 UMMYHU3ALUU ObLTH
IIPEJIOKEHBI B KAUECTBE TPUITEPHBIX ar€HTOB, HO IPUPO/Aa COOTBETCTBYIOIINX aHTUTE€HOB BCE
ellle He ONpe/ieieHa, U B OOJIBIINHCTBE CIIy4yaeB HE MOXKET OBbITh MICHTU(UIIUPOBaAH
crnenupuIecKrii UHIYKTOp ayTOUMMYHUTETA.

BoNbIIMHCTBO TaHHBIX MOATBEPKAAIOT LICHTPAIBHYIO POJIb U3MEHEHUS PYHKIMH T-KJIETOK B
natorene3e AULT, xots HapymeHus: GpyHKuu B-kieTok Takyke MOTYT OBITh BAXKHBIMU. B 310
MOTCPEC TOJICPAHTHOCTH NOAPAZYMEBACTCA 6€FCTBO OT HOPMAJIBHOT'O MMOAAaBJICHUA
CaMOpPEAKTUBHBIX T-KJIETOK, YTO MPUBOJIUT K MPOIOJHKAIOIIEMYCS BOCIIAJIEHUIO U HEKPO3Y.



3. DOuaeMHuOoIor s

AMUT paccmaTpuBaeTcsi Kak OTHOCUTEIBHO peliKkast 00JIe3Hb: €ro paclpoCTPaHECHHOCTh B EBpornie
u CIIA cocrapnser 3-17 cimygaes va 100 000 Hacenenus, a exxerogHas 3adboneBaemocts — 0,1-
1,9 ciyuaes Ha 100 000.

B Poccun B cTpykType XpoHHUECKUX renatutoB y aerer nous AUIL cocrasiser 2,0%. JleBouku
U JKEHIIUHEI COCTABIIIOT 75 % OOJILHBIX.

4, Knaccudukarus
B nacrosmee Bpems Boiaensitor AUD 1-ro u 2-ro TUTIOB.

Tabmuua 1. Kitaccudukarnmst ayTOMMMYHHOTO TenaTuTa

Tun aHTHUTEIIA

1 (kstaccuueckuin) Antunykiieapubie anturena (ANA)

AHTHTENA K M1aKuM MblmiaMm (ASMA)

AHTH-akTHHOBBIC aHTHUTENA (AAA)

AHTHTEA K PACTBOPHMOMY AHTUTEHY TIEUCHH / ITOHKEITY T0UHOM
xenesnl (antu-SLA/LP) (anti-SLA/LP)

ATUNHMYHBIE IEPUHYKJICAPHBIE AHTHHEHUTPODUIIbHBIE
nuToriazmMaruyeckue antutena (pANCA)

2 AnTHTeNna K MUKpocoMam neueHu-moyek-1 (anti-LKM-1)

AHTHTENA K IMTO30JIbHOMY aHTUreHy (anti-LC1)

AHTHTENA K pACTBOPHMOMY aHTHIreHy nedeHu anti-SLA/LP

AUI 1-ro Tuna xapakTepu3yeTcsi HATMYUEM B CBIBOPOTKE aHTUHYKJIEApHBIX (antinuclear
antibodies, ANA) u/Wiu aHTUTTIaAKOMBIIIEYHBIX aHTUTEN (Smooth muscle antibody, SMA) B
tutpe > 1:80 y B3pocnbix u >1:20 y nereil. Ha nomto 3Toro tumna, npeacTapisiomero coooi
KJIaCCUYEeCKUI BapuaHT OoJe3Hu, npuxoaurcs 6omnee 90% Bcex ciayuaes AUI'. AU 1-ro tumna
BCTpeYaeTcs B 10O0M Bo3pacte, HO yatie oT 10 1o 20 net unu ot 45 1o 70 ner.

[Tpu AUT" 2-ro THNa B CHIBOPOTKE OMPENEISIOTCS aHTUTEIA K MUKPOCOMAaM KJIETOK TIEUE€HU U
AMUTENUANBHBIX KJIETOK KIIyOOUKOBOro anmnapara rnodek tumna 1 (anti-LKM 1). AU 2-ro tuna
coctaBisieT okoio 3-4% Bcex ciayuyaeB AUI, 60mb111y10 4acTh OOJIBHBIX COCTABISIIOT I€TH OT 2
1o 14 ner. 3a0oneBaHre MOKET MPOTEKATh TSHKEIO, BIUIOThH A0 Pa3BUTHUS (PYJIbMUHAHTHOTO
renaTuTa U OBICTPBIM MPOTPECCUPOBAHUEM JIO CTAINH ITUppo3a. BosmoxkHo couertanne AUI 2-
IO TUIIA C UHCYJIMH3aBUCUMBIM 1Ha0eToM, BUTHIUTO U TUpeouautom. AUI 2-ro Tuna Gonee
PE3UCTEHTEH K UMMYHOCYIIPECCUBHOM Tepanuy; OTMEHA MPenapaToB OOBIYHO BEJIET K PELIUIUBY.

Brinenenne AUT 3-ro Tuna G0JIBIIMHCTBOM CIIELUAIMCTOB HE MOIIEPKUBACTCS, TaK KaK €ro
CEpOJIOTUYECKUIT MapKep aHTHUTENA K PACTBOPHUMOMY MEUEHOYHOMY aHTHUTeHY (aHTH-SLA)
BcTpeuaercs kak npu AUI 1-ro tuna, tak u npu ANUI 2-ro tumna.

5. Knmunnueckue nposiBieHus

AyTOMMMYHHBI! T€NIaTUT UMEET T'E€TEPOTreHHBIA XapaKTep, YTO MPUBOJIUT K BBIPA)KEHHOMN
BaprabeTbHOCTH €ro KIMHUYECKUX MpOosiBIeHUH. KIMHnYeckuii CiekTp BKII0YaeT
0ECCUMNTOMHBIX MAIIMEHTOB, NAIIMEHTOB CO 3HAYUTEIBHBIMU, & HHOT/Ia U U3HYPUTEIbHBIMU
CUMIITOMaMH U MallMEHTOB C OCTPOIl IEUEHOYHOM HEJOCTaTOUHOCThI0. Kpome Toro, IiuTenbHble
NEepUoJIbl CYOKIMHUYECKOT0 3a00JI€BaHUS MOTYT BO3HUKATH J10 MJIH MTOCIIE MPOSIBICHHUS.



®uznyeckue NaHHbIe BAPbUPYIOTCA OT 0OBIYHOTO (PM3UYECKOTO OCMOTpA 10 HAINYHS
renaToMerainu, CIUICHOMETaJIuu, CTUTM XPOHUUYECKOTO 3a00JIEBAHMS TICUEHH U JKEITYXH.

BeccumMntoMHbIe TAITMEHTH MOTYT OBITh UACHTU(DUIIUPOBAHBI, KOT/Ia OHU MPOXOIAT OOBIYHEIC
CKPHHUHTOBBIE 00CiieioBaHus. B 3THX ycinoBusx oOHapyKeHHE MOBBIIIEHHOTO YPOBHS
aMUHOTpaHc(epas3bl MOKET ObITh €TMHCTBEHHBIM KIIFOUYOM K HAJTMYUIO 3a00JI€BaHUS [T€YCHH.
Huorga 6eccCUMITOMHBIN MallMeHT OOHAPYKUBAETCS, KOT/1a IPOBOAUTCS a0JOMUHANIbHAS
omnepanys N0 Kakou-To Apyrou MpUuuuHe, U XUPYpPr OTMEUAET aHOMAJIbHYI0, HHOTJa OTKPOBEHHO
HUPPOTUYECKYIO [1EYEHB.

Ha nanpHeM KOHIIE ClIEKTpa HAXOASTCS T€ MALMEHTHI, Y KOTOPBIX OCTPO, HHOTAA C OCTPOM
IEYEHOYHOH HEZOCTaTOYHOCTHIO, BOSMOXKHO C ITyOOKOH KeNTyX0H, HaOIr0JaeTCs OBBIILICHHOE
IpOTPOMOMHOBOE BpeMs U 3HaueHus: amuHoTpancepassl >1000 > Ex/n. Takoe Havano
BCTPEYAETCS PEIKO NPU ayTOMMMYHHOM renatute. Hannune nHuabTpaTa B HOPTAIbHBIX
00J1aCTAX H INUIa3MOKJIETOYHBIX I/IH(i)I/IJH)TpaTOB MO>KET IIOMOYb OTJIMYUTH TAKUX OOJILHBIX OT
OOJBHBIX C IPYTHUMH (POpMaMH OCTPOTO renaTuTa. Y MHOTHX IMAllMEHTOB C OCTPOU KIIMHUKON
npu Ouoricuy ObUT YCTAaHOBJICH IUPPO3 neueHu. [IpogomKuTeIbHOCT
0eCcCUMITOMHOT0/CyOKITMHUYECKOTO TEUCHHUS, KaK IPaBUIIO, TPYAHO YCTAaHOBUTH. B HEKOTOPBIX
CITyJasiX, OTJIABIBAsCH Ha3all, MOKHO ONPENEIHUTh MIPEAbIIyIIee BOJTHOOOpa3HOe TeUeHNUE,
KOTOpPOE, KaK CUUTAIOCH, OTPAXKAIO KaKoe-TO Apyroe 3a00jIeBaHue.

B nononHenune k 6eccUMITOMHOMY 3a00JIEBaHUIO M BHE3AITHOMY IOSIBIEHUIO Y HEKOTOPBIX
HAlMEHTOB IPUCYTCTBYIOT PA3JIMYHbIC JIETKHUE WU TsXKellble HecTieU(pUIECKUe CUMITOMBI,
TaKue KaK yCTaJlOCTh, BSUIOCTh, HEIOMOTaHUE, AaHOPEKCHS, TOIIHOTA, O0JIb B )KUBOTE U 3Y/I.
ApTpairuu ¢ y4acTHEM MEJIKHX CYCTaBOB SIBISIOTCS XapaKTepHOU KIMHUYECKOH OCOOCHHOCTHIO.

Breneuenounsie nposiBrieHust. OMHAM U3 KIIIOUYEH K TUAarHOCTUKE ayTOMMMYHHOTO TeIaTuTa,
MOJKET OBbITh, COCYIIIECTBOBAaHHE JPYIMX ayTOMMYHHBIX 3a00yieBaHui. 3a00aeBaHIEe OOBIYHO
OTPaHUYHMBACTCS TEYCHBI0, HO MOXET OBITh CBS3aHO C PSIIOM JPYTUX ayTOMMMYHHBIX
3a00J1eBaHU.

3abosneBaHus1, OOBIYHO HAOJIOJaeMble ITPU Ay TOUMMYHHOM IelaTuTe, BKIIOYAIOT
reMOJINTUYECKYIO aHEMUI0, UMMYHHY0 TpoMmOouuTonenuto (UTII), caxapuslit iuabder 1 tuna,
TUPEOUIUT, LEINAKUIO U A3BEHHBII KOIUT (KOTOPHIH Yallle acCOLMUPYETCs C MEPBUYHBIM
CKJIEPO3UPYIOIINM XOJIAaHTUTOM). 3a00JIeBaHUE TICUSHH MOXKET MPEIIIECTBOBATD MOSBICHUIO
KOJIMTa IpHu 060ux 3aboneBanusx. Kpome Toro, monurianayIsipHbIA ayTOUMMYHHBIH CHHAPOM
MO’KET BO3HUKATH y JIETe ¢ ayTOUMMYHHBIM reaTUTOM 2 TUIIa.

OcnoxxHeHus AYTOUMMYHHOTO I'€lIaTHUTa TC KC€, KOTOPbIC Ha6J'IIO,Z[aIOTC$I npu TI000M
MporpecCupyromem 3a00JIeBaHUH IIEYEHH U BOZHUKAIOT Yy NAalIUCHTOB C HCJICYCHHBIM HUJIN
HCBOCIIPUUMYNBLIM 3a00JIeBaHUEM. C‘-II/ITaeTCH, 4TO NCPpBHUYHAA I'€IaTOUCIIIIOJIApHAs
KapOuHOMaA ABJISICTCA €CCTCCTBCHHBIM CJIICACTBHUEM ITPOTrPECCUPOBAHUA XPOHUYICCKOI'O IreriaTura-
nuppo3a NneYCHU. AYTOI/IMMyHHHﬁ TeNaTuT HE SBJISCTCSI UCKIIFOUEHHEM U3 ITOU TUIIOTE3bI, XOTA
MMpOrpeCCUpPOBAHUC B KAPIIUHOMY BCTPCUACTCA PCIKE, YCM IIPU XPOHUYICCKOM BUPYCHOM
I'CIIaTuTeE.

I/IHOF)Ia ManUEHTBI C aYyTOUMMYHHBIM I'€lIaTUTOM U FeHaTOHeJ'IJ'IIOJ'IHpHOI\/'I KapHHHOMOﬁ NUMCHOT
rematuT C B KA4€CTBE OCIIOKHSFOIIETO COCTOSHHUS, YTO JIENIaeT CBSA3h C Ay TOMMMYHHBIM
rermaTuToOM HeolpeaeaeHHoi. KpoMe Toro, a3aTHONpHH U IpyTHe UMMYHOCYTIPECCHBHEIC
CpeICTBa MOTYT MTPATh ONPEEICHHYIO POJIb B PA3BUTHHA HEKOTOPHIX 3JI0KAYeCTBEHHBIX
HOBOOOpa30BaHMIA.



Tabmuma 2. Xapakrepasie ocooennoctu AUI 1 u 2 tunos

XapaKTepUCTUKHU

Tum 1

Twum 2

YacrtoTta

B3spocisie 96 % (CLIA)

Hetu 9-12% (CILA),
Bemukobpuranus - 38%

Bospact Hauasia 3a00s1eBaHus

[TogpocTku U B3pOCIIbIE

o 14 ner

Manudecrarus

OO61me XpoOHUYECKHe
CHMIITOMBI

Acrut wim JKKT
KPOBOTEUYCHHE — PEIIKO
Beccumnromuo 25-34%
Octpo 25-75%

OcTpo, TSKEI0E COCTOSTHUE
2-6%

Octpoe Hauano 40%
Bo3moxHO ocTpas
NEeYECHOYHAS
HEJ0CTaTOYHOCTh
YacTeie peru/IuBbI

JlaGopaTopHbIe 0OCOOCHHOCTH

FHnepraMMar J'IO6YJ'II/IH6MI/IH

VYposenb IgA mMoxer ObITh
CHUXKEH

ConyTcTBytoume
3aboJieBaHUs

AyTOMMMYHHBIN TUPEOUJUT
PeBmaTrnueckue 0one3Hu
B3K

AyTOMMMYHHBIN TUPEOUJUT
CaxapHbIii Tuader
Butuauro

6. JlJaGopaTopHasi TMarHOCTHKA

Pexomenyercst mpoBeeHIE KIMHUYECKOTO aHATN3a KPOBH - MOXKET OBITh moBbimenne COD
(4acTO 3HAYUTENIPHOE), YMEPEHHO BBIPAKEHHYIO TPOMOOIIMTONIEHUIO, PEXKE — JIEUKOIIEHUIO;
aHEMHUIO.

PexoMenayercs mpoBefeHre OMOXUMUYECKOT0 aHanu3a KpoBu. TunnunbeiM 111 AT siBsietcs
5-10 u 6011ee kpaTHOE MOBBIIICHUE TPAHCAMHHA3 CHIBOPOTKU KPOBU. BUIupyOHH 00BIYHO
MOBBIIIEH B 2 U OoJiee pa3 MpeuMyIIeCTBEHHO 3a cyeT npsimoit ppakuuu. Conepxkanue y-
roOyuHoB win [gG Gonee yeM B 2 pa3a Bblllie HOPMATHHOTO YPOBHS. YPOBEHb LIEIOYHON
docdarazpl 00BIYHO HOPMATBHBIN UITH CIIETKa MOBBIIICH, MOXKET ObITh MOBBINIEHA AKTUBHOCTD
rammariaroTamuitpadcnentuaassl (ITT).

B CBIBOPOTKEC HOPMAJIBHOC COACPIKAHUC (Xl-aHTI/ITpI/IHCI/IHa, MCJU U LEPYyJIOIIa3MHUHA.

Pexomenayercs onpezaeneHue ayToanTuresn. Y OonpimHcTBa 00abHBIX ¢ AUT B chIBOpOTKE
KpPOBH 00HApYKUBAIOT aHTUHYKJIeapHbie (ANA) W/UinM aHTUTIIaJKOMBIIIeUHbIe anTuTena (SMA)
- npu AUTL" 1-To THMa WK aHTHTENIa K MUKPOCOMaM KJIETOK neueHH U rmoyek (anti-LKM 1) - npu
AWUI 2-ro tuna. CepoHEraTuBHOCTh M0 aHTUMUTOXOHIPHANIbHBIM aHTuTeNnaM (AMA).
[TatmenToB ¢ knuHUYeckoit kaptuHoit AUI ceponeratuBubix mo ANA, SMA, anti-LKM 1
HEoOXO0AMMO MPOTECTUPOBATh HAa HANTMUUe APYrux ayroanturer: anti-SLA, anti-LC1, pANCA u

Ap.
Pexomenayercs ornpeneneHe MapkepoB BUPYCHBIX FE€MaTUTO: CEPOHETaTUBHOCTD 110 MapKepam
BUpycoB renatutos A, B u C.

7. I/IHCprMCHTaHBHaﬂ JUarHoCTUuKa

PexomeHnioBaHO MIpoBeACHNE YIAbTpa3BykoBoro uccienoBanus (Y3W) neuenu u cene3eHku -
MO3BOJISIOT BBISIBUTH YBEJIIMYCHHE NTEYEHH U PEKE CEJIE3EHKH, MPU3HAKH MTOPTaTbHON
TUIEPTEH3UU U [IUPPO3a MEYESHH.



PexomenoBano npoBezieHHe 330(haroracTpoayoIeHOCKONUY MTPU HAJTUUYUU COOTBETCTBYIOIINX
XKanoO WM MPU3HAKOB MMOPTAILHOW THIIEPTEH3UH.

PGKOMGHI[yeTCﬂ IMPOBCACHUC 6I/IOHCI/II/I IICYCHU, ,IIaIOH_Ief/'I BO3MOXHOCTb OIIPCACIICHUA CTCIICHU
AKTUBHOCTH BOCHAJIMTCIIBHOIO MMpoNHecca n Ctraauu 3360H€BaHI/I$I, a TaKKC UCKIIIOYCHUSA APYTUX
Ho3osorndyeckux popm. ['mcronornueckas kaptuna npu AV xapaktepusyercs HAIUYUEM
NEPUNIOPTATILHOTO UJTH MEPUCENTALHOTO renaTuTa: JTuMdoriazMonuTapHas HHOUIbTpaus B
coueTaHuH uiu 6e3 100yJIIPHOr0 KOMIIOHEHTA U OPTO-MOPTAIbHBIX WU MOPTO-LEHTPATbHBIX
CTYIIEHYAThIX HEKPO30B, YACTO C 00Pa30BaHUEM PO3ETOK IMEYCHOYHBIX KJIETOK U Y3JI0BOM
pereHeparum.

Heo6xoauMo 0TMETUTB, UTO CIIEU(PUUECKUX THCTOJIOTHUECKUX pru3HakoB AUI He
CYUIECTBYET, M OTCYTCTBHE IUIA3MOIIMTAPHON HHOUIBTPALIMU HE UCKITIOYACT JUArHO3.
[TopTaneHbIe TOBPEXKACHUS OOBIYHO HE 3aTPArHBAIOT KEITYHBIC TPOTOKH, TPAHYJIEMBI
BCTpeYaroTcs peako. MHoraa BcTpeuaroTes 1eHTpoa00ysipHbie (B 3-ii 30HE alluHyca)
noBpexaenus. [lpu Bcex ¢popmax 3abosieBaHUS IPUCYTCTBYET BBIPAKESHHBINA B TON HIJIM HHOM
creniean pudpo3.

Pucynok 1. I'ucronornyeckue ocoOeHHOCTH, XapakTepHble s AU
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A) JlumbomnnazmoruTapHas BOCHATUTEIbHAS HHPUIBTPAIHS TOPTATLHOTO TPAKTA,
oxBatkIBaroIui >50% OKpY>KHOCTH MOPTATBHOTO TPaKTa (F€MATOKCUIIUH U D03UH; YBEITUUCHHE,
x200). B) npeobnananue mia3MaTuuecKuX KIETOK B TOPTAITBHOM BOCIIATUTEIEHOM
uHUIbTpaTe (FeMAaTOKCUIUH | 203uH; yBenuuenue, x600). C) [lepuBeHyIHUT LIEHTPATBHOM
BEHBI (TeMAaTOKCUJINH U 03uH; yBenuuenue, x400). (D) ['emaromnut, moaseprarommiics
SMIEPUNIOIE3HCY (CTPENIKH; FTeMaTOKCHIIMH U 503UH; yBenuueHue, x600). E) Pozetku
PEreHepUPYIOLINX TeMaTOUTOB (CTPEIKU; TeMAaTOKCUIINH U D03UH; yBenudeHue, x600)

8. Jleuenune
8.1 KoHcepBaTuBHOE NIeUCHUE

OtnoTponHoro jeueHus Het. [laToreHeTnueckas Tepanus BKIFOYaeT MMMYHOCYIIPECCUBHYIO
TEpanuio, OCHOBOM KOTOPO# B HacTosIIee BpeMs ABIsIoTcs riokokopTukoctepouasl (I'KC). EE
cleayeT HauMHaTh Cpa3y Mocje NOCTaHOBKYU Auarnoza AVI', BHe 3aBUCUMOCTH OT KIIMHUYECKOU
cumnromatuku. [IpenaparamMu BeIOOpa CiIyKaT MPEAHU30I0H WM METHIIIIPETHU30JIOH;



MIPUMEHEHHUE TTOCIETHETO MOXKET OBITh COMPSDKEHO ¢ MEHBITUMHU MTOOOYHBIMH 3P (eKTaMu BBULY
IIPAKTUYECKHU OTCYTCTBYIOLIEH MUHEPAIOKOPTUKOUIHOW aKTUBHOCTH.

C nenpto noBbImeHus 3¢ (HEeKTUBHOCTH UIMMYHOCYIIPECCUN U YMEHBIICHUS J103bI U,
COOTBETCTBEHHO, TOOOYHOTO JCHCTBUS KOPTHKOCTEPOUIOB, K TEPAIIH HEPEIKO J00aBIIACTCS
a3aTUONPUH, MPECTABIAIOMIUN CO00M MPOU3BOIHOE H-MEPKANTONYpUHA U 00J1aAar0IINUN
aHTUNPOIU(epaTUBHON aKTUBHOCTBIO.

B nacrosiiee Bpemsi peKOMEHAYIOTCS pa3iIuyHble cxembl JieueHus: AUL:

MOHOTEpAIHUs MPETHU30JI0OHOM B BBICOKOM HaYaIbHOH 103¢ 60 MT/CyT ¢ OBICTPBIM
CHW)KEeHHEM B TeueHue | mecsna g0 20 mr/cyT.

KOMOMHHPOBaHHAs Tepanus BKIIOYAeT Ha3HAYeHUE NPEeAHN30I0Ha B 103¢ 30 MI/cyT u
azaruornpuHa B 03e 50 MI/CyT ¢ OBICTPBIM CHIKEHHEM J03bI ITpeaHn30sioHa Ha 10 Mr/cyT mocne
NepBO HEJETH U Ha 5 MI/CyT IociIe BTOPOM HEeleNIn Tepaiy A0 MoiAepKuBaromiei 10351 10
MT/CYT.

B03M0XHOCTE OTMEHBI HIMMYHOCYIIPECCOPOB PACCMATPUBACTCS Y ITALIMEHTOB HE paHee, YeM
yepes 24 Mec 1ocie T0CTHXKEHUs Onoxumuueckoi pemuccuu. Ilepen otmeHoi Tepanuu
11€J1€C000Pa3HO BHIIOJHEHUE OMOIICUY NIEYEHHU I KOHCTATalluu OTCYTCTBUS
HCKPOBOCHATIUTCIIbHBIX N3MEHECHHH.

YuuThIBas BBICOKYIO YaCTOTY PELUANBA 3a00I€BaHMs, 0053aTEIbHO JMHAMUYECKOE HaOII0IeHNe
3a MaIEeHTOM C UCCieJOBaHHEM OMOXMMUYECKUX TOKa3aTesel (amaHnHaMUHOTpaHchepasa
(AJIT), acnapratamunotpanchepasza (ACT)) 1 pa3 B 3 Mec, UMMYHOJIOTHYECKUX (Y-TII00YIMHOB,
1gG) — 1 pa3 B 6 mec.

PeunauB koHCTaTHpYETCS MO MOBBILIEHUIO AKTUBHOCTH aMUHOTpaHCc(epas, ¢ KITMHUYECKON
CUMITOMATUKOM 100 63 Hee, BO BpeMsl JIEUEHHUsI, B IEPHOJ] CHUKEHUS /103
MMMYHOCYTIPECCOPOB UJIM Ha (POHE MOJTHOW OTMEHBI penaparoB. [1o 0000meHHbIM
JUTEPaTypHBIM JaHHBIM, peluauB HaOmogaerca y 50% manueHToB B TeueHue 6 Mec 1nocie
npekpaitenus tepanuu 1y 80% uepes 3 roxa. Peunaus AUI tpeGyer Bo3BpaleHus K
VMHULUHUPYIOLIMM J103aM IPEJHU30JI0HA U a3aTHONPUHA, C MTOCIEAYIOIINUM CHI)KEHUEM 03 JI0
NOJEP/KUBAOILNX.

[TepBruYHas pe3MCTEHTHOCTh K UMMYHOCYIIPECCUBHOI Tepamnuu, Bcrpeyaercs y 5-14% 60nbHbIX
¢ MOATBEPKAeHHBIM AuarHo3oM AUI. D1y HeOonbITyo rpyIny MalueHTOB MOKHO YETKO
BBIIETIUTH YXKe uepe3 2 HeIeH MOocie Hayalla JISUeHUs: ToKa3aTeNly MeYeHOYHbIX TPo0 Yy HUX He
YIIy4IIAIoTCs, @ CyObEKTUBHOE CAMOYYBCTBHE OCTAETCS MPEKHUM WM JaXKe YXYALIAETCS, YTO
TpeOyeT THIaTeNbHOT0 MePECMOTpa MEPBOHAYAIBHOIO JUAarHo3a JJisi UCKIIOUYEHUS JPYTUX
IIPUYMH OCTPOTO WM XpOHWYECKOro renatuta. Ecim quarno3 AUIL noaTBepxaercs, Takon
MAIMEHT pacCMaTPUBAETCs B KaUeCTBE KaHIUaTa Ha albTepHATUBHbIE METO/IbI TEPANUH, JTHOO0,
B CJIy4ae HEYKJIOHHOT'O POrPECCUPOBAHMS, HAa TPAHCIUIAHTALINIO ITEYCHH.

OtcyrcTBHEe AOCcTaTOYHOTrO A (heKTa Ui mIoxas NePeHOCUMOCTh IPETHU30JIOHA U a3aTHONPHUHA
JIA€T OCHOBAHME MOMBITATHCSA HAa3HAUYUTD JIPYTHe UMMYHOCYTIpEeCCOpbl. PEKOMEH1yeTcsl Tepanus
C IpUMEHEHUEM IUKJIOCTIOpUHA, OyaecoHn1a, Takponumyca, nukinopochamuaa npu AUL, B Tom
YUCJIE U Y IETEM.

[{uknocnopuH A sIBIsieTCs] CEEKTUBHBIM OJ0KaTopoM T-KJI€TOYHOTO 3B€Ha UMMYHHOI'O OTBETa
MOCPEACTBOM PENPECCUU T€HA, KOAUPYIOIIEro HHTEpekuH 2. [IpumeHsicsa y maiueHToB ¢
AWTI B no3upoBke 2,5-5 Mr/kr/cyT. beina mpoaeMOHCTpUpOBaHa WHIYKIIUS CTORKOW PEMUCCUHT



AW Ha doHe eueHns MUKIOCTIOPUHOM KakK y JACTEH, TaK M B3pOCIbIX. B HEKOTOPBIX cydasx
KOMOMHUPOBAJICS C IPETHU3OHOM U a3aTHONpUHOM. [IpuMenenue npencraBiseT coboit
BO3MOXKHYIO TEPANIEBTUYECKYIO anbTepHAaTUBY Ipu AN, pe3UCTEHTHOM K IpYyTUM Ipenaparam.
Haznauenmue LUKIIOCIIOpHHA MOKCT paCcCMATPUBATHCA U B TCX ClIydasaX, KOraa p€db UACT O
NpeAYNPERACHUH 33JEPKKU POCTa y JIeTeH U MOJIPOCTKOB.

CHUHTETHYECKHI MTIOKOKOPTUKOCTEPOU OyIECOHU]T XapaKTEePU3yeTCsl aKTUBHBIM IT€YCHOYHBIM
MeTaboIM3MOM, BHICOKON ah(MHHOCTHIO K TTIIOKOKOPTUKOUTHBIM PELeITOpaM U HU3KOH
4acTOTOM CUCTEMHBIX MOOOYHBIX 3 dekToB. [Ipu nepopanbHoM mpueme npenapat Ha 90%
3aJIep>KUBAETCS TICUEHBIO, I/Ie B BBICOKUX KOHIICHTPAIUAX BO3/ICHCTBYET HA MAaTOI€HHbIE
mumbouutsl. MccaenoBanust IpoAeMOHCTPUPOBAIM HEOJHO3HAUHBIE PE3YJIbTaThl OTHOCUTEIBHO
yacToThl JoctrxeHus pemuccuu AUT. Tlo-BuaumMoMy, OCHOBHOE MPEeUMYILeCTBO OyIeCOHH 1A
nepes NpeIHU30JI0HOM 3aKJIF0UaeTCsl B BO3MOXKHOCTH JUTUTEIFHOM MOIEPKUBAIOIIEH Tepaniuu
y OOJIbHBIX Ha JOIUPPOTUUYECKOM CTAIUH C PAHO MPOSBISIOUIUMCS TOOOYHBIM JACHCTBHEM
CUCTEMHBIX CTEPOHUIOB.

Takponumyc - MaKpOJIHMIHOE JIAKTOHOBOE COCTUHEHNE, MMEIOIIEe aHAJIOTHYHBINA IIUKIOCTIOPUHY
MEXaHH3M JICHCTBUS, HO 00JIee BRIPAKESHHBIN U OTIOCPEIOBAHHBIN CBSA3BIBAHUEM C IPYTHUM
uMMYyHODHIUTHHOM. [THITOTHEIE HCCIeI0OBaHUS TIPOAEMOHCTPUPOBAITA BO3MOKHOCTh
JOCTHIKEHUS] OMOXUMHUYECKOW peMHUCCHH Ha (DOHE UTUTEIHLHOTO IPUMEHECHHS TAKPOJIMMYCa, B
TOM uucie y crepounopesucteHTHbIX 0onbHbIX AUT. Jlosuposka — 0,05-0,1 mr/kr/cyt. U3
HEXKEJIATENbHBIX SBJICHUH Yallle BCEr0 0TMEYAETCsl YMEPEHHOE TOBBIIICHHE KPEaTHHUHA U a30Ta
MOYCBHUHBI.

[Tuknopochamua HazHAUaETCSI BMECTE ¢ IPEAHU30I0HOM B 03¢ 1—1,5 MI/KI/cyT, Kak mpaBuIo,
y MallMEHTOB C HETIEPEHOCUMOCTBIO a3aTHONPHUHA. Y HEKOTOPBIX OOJIBHBIX BO3MOXKEH
anbTepHUpYIOMUN TpueM (50 Mr uepe3 AeHsb). JnuTenpHoe TeUeHe HeXKeTaTeIbHO BBUILY
pHUCKa reMaToJIOTMYECKUX MOOOYHBIX 3P PEKTOB.

8.2 Xupypruueckoe jeyeHHe.

B cBs34 ¢ HamM4YMeM B HACTOsILIEE BPEMs peaIbHON BO3ZMOXKHOCTH IIPOBEACHUS TPAHCIUIAHTALIMN
NICUEHH y JIeTell peKoMeHayeTcs CTpEMHUThCs K Hanbosee panHel auarnoctuke AUL u
CBOEBPEMEHHOMY BBISBJICHUIO ITIOKA3aHUN K IIPOBEACHUIO TPAHCIUIAHTALIUM TICYEHH Y JETEH C
npusHakamu 1uppo3sa neyenu (LI1), neueHouHOKIEeTOUHOM IeKOMITEHCAIUE U pa3BUTHEM
renaToLEIUTIONIIPHON KapIIMHOMBI.

OOBIYHO OCHOBAHHEM JIJISl BKIIFOUEHUS B JTUCT OKUIAHUS CITY)KUT MOSIBIICHUE TPH3HAKOB
JIEKOMITEHCALlUU [IUPPO3a UM KPOBOTEUYEHUE U3 BAPUKO3HO PACIIMPEHHBIX BEH MUILEBO/IA.
OpnHako siBHast pe3UCTEHTHOCTH K MMPOBOAMMON TEpaliK U HEYKJIOHHOE POTrpECCUPOBaHHE
3a00JIeBaHMs MTO3BOJISIOT pacCMaTpUBaTh B KaUeCTBE KaH/M/IaTOB Ha MepecaaKy NeueHu
OO0JIbHBIX Ha JOLUMPPOTUUECKOM cTanuu. B aTHX cityyasx mokasaHus ONpeAessiFoTCs Kak
MHOECTBEHHBIMH PELMIMBaMH Ha ()OHE MPUMEHEHUS CTaHIAPTHBIX U alIbTEPHATUBHBIX CXEM
MeIMKaMEHTO3HOH HMMYHOCYIPECCHH, TaK U BbIPRXKEHHBIMU TTOOOYHBIMH 3 (PeKTaMu
CTEPOUHON M UTOCTATUYECKOH Teparuu: OCTEONOPO30M, apTepHAIbHON THIIEPTEH3UEH,
U3bSA3BICHUAMU MUIEBAPUTENHLHOIO TPAKTa, TMa0eToM, JieiikoneHuei. B kauecTBe npu3HaKoB
YTPOXKAIOLICH MeYeHOUHON HET0CTaTOYHOCTH pacCMaTPUBAIOTCS HapacTalomas
TUNepOnIMpyOMHEMUS M MYJIbTHIIOOYIISIPHBIE HEKPO3bI B OHOIITATE.

[Tporuo3 TpaHcmiIaHTaIMK OJIaroNpPUSATHBIN: S-TE€THSS BBDKUBAEMOCTh npeBbimmaeT 90%.



Bwmecre ¢ TeM cneyeT yunThIBaTh BO3SMOXKHOCTh PELUANBA, YACTOTa KOTOPOTO COCTABIISET B
cpeaHeM 10-35%. B 10 >xe BpeMs OCTTpAaHCIIIIaHTALIMOHHAs! UMMYHOCYIIPECCHSL, B IIEPBYIO
ouepenb ' KC, He TOIBKO MPEeIOTBPAIIAIOT OTTOPKEHHUE, HO M MTO3BOJISIOT KYITUPOBATh PEIHUIUB.

9. Benenune manueuToB

Jlnarnoctuka ¥ 1noadop UMMYHOCYTIPECCUBHON TEpaNUU OCYIIECTBISETCS B
CHEIUAIM3UPOBAHHOM CTAallHOHAPE, B KOTOPOM UMEIOTCA CHEIHAIUCTHI (FaCTPOIHTEPOIIOT,
rernaroJior) ¢ ONbITOM BEJCHHS IaHHOM KaTeropuu MallueHTOB.

HanbHeiimee HaOmoaenne pedernka ¢ AV BKITIoYaeT: peryisipHoe KOHTPOIbHOE 00CeI0BaHNe
C OIIEHKOU A(PPEKTUBHOCTH MPOBOIUMOM TE€pANUU B CTAI[IOHAPE/THEBHOM CTAllHIOHApE HE MEHEE
2 pa3 B roJ.

[Tpu noctuxkennn pemuccun 601pHON AUILT mouiexuT HaOIIOACHUIO TEIUATPOM,
racTpO’HTEPOJIOroM (IernarojoroM) He pexe 1 pasza B TpH Mecsla Ha MPOTSHKEHUH 2 JIET ¢
00s13aTeNIbHBIM OIIpeieIeHueM JJa00PaTOPHBIX U CEPOJIOIMUECKUX MapKEepPOB aKTUBHOCTH
npoliecca; B JabHeiIIeM — HaOJIroAeHue CrieUaTucTaMu 1 Ja00paTOPHbIM KOHTPOJIb C
4acTOTOM B 6-12 Mecs1eB (110 OKa3aHUSIM).

B nepuon oboctpenus BpaueOHOe HAOIOICeHHE U TA00paTOpPHOE 00CIeIOBaHNE TPOBOIUTCS HE
pexe 1 paza B 10 gHei; no nokazaHusIM peOCHKa TOCIUTAIM3UPYIOT JUIsl KOPPEKLUU T€paiu U
CTaOWIIN3alUU COCTOSTHHUSL.

Ta6n1z1ua 3. Z[pyrI/Ie COCTOSIHMS, ITOAJICKAIIINEC MOHUTOPUHTY

Bo3moxHOE cocTosiHME [TpodunakTuyeckue 1eHCTBUS

IToBbIIIEHHBIN PUCK OCTEOIOPO3a JIBYX3HEpreTHuecKasi peHTT€HOBCKast
abcopormomerpust (DEXA scan), ypoBeHb
BuTaMuHa D

[TOBBILICHHBIN PUCK 3apaKEHUs [TpuBuBKH, 0cOOeHHO OT renatuta A u B

[ToBBIIIEHHBIN PUCK PA3BUTHUS APYTHX [TpoBepuTh PYHKINIO IUTOBUAHOM JKEIE3bI
ayTOMMMYHHBIX 3a00JIeBaHU
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