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1. BBoanas yacthb

Koawsl mo MKB-10/11:

[Ty3pipyaTka OOBIKHOBEHHAS EB40.0  Ily3plpuaTka OOBIKHOBEHHAS
[Ty3sipuaTka BereTupyouas EB40.00 OpanpHbIiii memouryc
['epneTrdopmHuas my3blpuaTka EB40.0Y [pyrue yrouneHHbIe (GOpPMBI

OOBIKHOBEHHOM My3bIpUaTKU

[Ty3bIpuarka JIMCTOBHUIHAS EB40.0Z OO0sikHOBEHHAs
my3bpIpyaTka, HeyTOYHeHHAs (popma

[Ty3bipuaTka Opa3uiIbcKas EB40.1  Pemphigus foliaceus

[TyssipuaTka sputemaro3nas (Cunmpom EB40.2  Ilapaneommactuyeckas nempuryc

Cenupa-Amepa)

[ly3bIpuarka, Bb3BaHHat KAOQO7.1  HeonaranbHblil nemouryc

JI€KapCTBEHHBIMH CPEICTBAMU

[pyrue Buapl my3pIpyaTku EB40.Y  pyroii ykazanHbiii nemduryc
[Tapaneonnactuyeckas my3slpyaTka EB40.Z Ilemduryc HeyToOuHEHHbII
IgA-3aBrcHMas Imy3bIpyaTKa

- CyOKopHeaIbHBIN MyCTYJIe3

= BryTtpersnuaepmanbHbIi

HEUTpoUIBbHBIN epmaTo3

https://icd.who.int/browse11/l-m/ru https://icd11.ru/vospalitelnye-dermatozy-
mkb11/

JlaTa paspaboTku u nepecmorpa nporokoua: 2025 roa, gata nepecmotrpa 2028 1. UM no
Mepe TIOSIBJICHUSI HOBBIX KITIOYEBBIX JTOKa3aTENbCTB. Bce MOMpaBKU K MPEACTaBICHHBIM
pEeKOMEHIaIMsIM OYyT OMyOJIMKOBAaHBI B COOTBETCTBYIOIIUX JJOKYMEHTAX.

OTBeTCTBeHHOE Y4pe:KkIeHHe M0 pa3padoTke JAaHHOIO0 KJIMHHYECKOr0 NPOTOKOJIa H
cTaHjapra:

Pecny0imkaHcKknii cieqMaJu3MPOBAHHBIA HAYYHO-IPAKTHYCCKUI MeIMIMHCKHIA HEHTP
AE€PMAaTOBEHEPOJIOrHH H KOCMETOJIOTUH

B pa3pa60TKe KIHMHUYIECKOI'O IMPOTOKOJIA M CTAaHJAAPTa BHECIN BRJIAA:
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[To opranu3zaiuu nporecca 4ieHbl padoydeil TpyIbl 0 HapaBJIEHUIO JePMAaTOBEHEPOIOT U
Cabupos Yayroek IOcydxanosuy - Jlupextop PecnyOnukanCcKoro crieraaIn3upoBaHHOTO
Hay4HO-IIPAKTUYECKOI0 MEIULUHCKOTO LIEHTPA J€PMATOBEHEPOIOTUU U KOCMETOJIOT MU
MunucrepcTBa 3npaBooxpanenus Pecnyonuku Y36ekuctan (PCHIIMIZIBuK M3 PV3),
JOKTOP MEIUIIMHCKUX HAYK, Ipodeccop.

PaxmaToB Axkpam BaparoBuu — Benynuii corpyaauk PCHIIMI/IBuK, 3aBenyrommii
HAy4YHOU TabopaTropueii Mo U3y4eHHIO MPOoOIEM MUKO30B, IOKTOP MEIUIIMHCKHUX HAYK,
npodeccop.

HNxpamosa Haprusa JIxxypabdaeBHa — METOUCT OT/eNa CTAKUPOBKH CIEIUAIUCTOB U
NOArOTOBKU KimHU4eckux opauHaropos PCHIIMI/IBuK;

HacumoB Xacan Wixom yrim — 1abopaHT HaydyHOU 71a00paTOpUu 1O U3YUCHHIO TTPOOIEM

muko308 PCHIIMIIJIBuK

PeneH3eHTHI:
Tamken6aeBa Ymuaa AJIMIIEpPOBHA — 3aBENyIONIMI Kadenpoil JepMaTOBEHEPOIOTUU U
KOCMETOJIOTMH TalIKeHTCKOW MEIMIIEHCKOW aKageMHUH, JOKTOP MEAUUMHCKUX Hayk,

npodeccop
MyxammaaueBa Kuopué MancypoBHa — 3aBeayromuii kadeapoit 1epMaToBeHEPOIOTHI

TaI[)KI/IKCKOI‘O rocya1apCTBEHHOIO MCAUIMHCKOTO YHUBCPCUTCTA, JOKTOP MCAUIIMHCKUX HAYK,

npodeccop.
Texanueckas OKCICPTHAA OLICHKA U PCAAKTHUPOBAHUC!

1. WnostoB ABa3 lllaBkaToBHUY — J.M.H., 3aMECTUTEIb JUPEKTOPA I10 JIEYeOHOM, TI1aBHBIN
Bpay KJIMHUKH.

2. JxamunoB Jummoxa CaiidynnaeBud — K.M.H. 3aMECTHTENb TUPEKTOpa MO HAyIHOU
pabore.

Knuanyeckuii mpoTokosn o0Cy>KAeH U peKOMEHI0BaH K YTBEPKACHUIO Ha 3acCeJaHUU Y UYEHOTO
coBeTa ¢ ydactuem npodeccopcko-npenonaBarenbekoro cocraa PCHIIMI/IBuK u Beicmx
y4eOHBIX  3aBEJCHMH, UJICHOB  acCOLMAalUM  JEPMATOBEHEPOJOroB  Y30eKucraHa,
OpraHM3aTOPOB 3APABOOXPAHEHUS, a TAKKE Bpauell pErHOHAIBHBIX YUPEKICHUN
JIepMaTOBEHEPOJIOTHYECKOH ci1ykO0bl B oaitH-popmaTte 2025 r., IpOTOKOI
Ne4. PykoBonutens pabodeit rpynmsl - a.M.H.rmpodeccop Cadbupos VY.1O., mupextop
PCHIIMIIIBuK

IHonb30BaTe/IM IPOTOKOIA:

1. JlepmaToBeHepoOTH,
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CroMaroJory,

Bpauu o61eit nmpakTHky;
[lenuatpsr,

OpraHu3atopsl 3/[paBOOXPAaHEHHUS;
Knuanyeckue hapmakonoru;

CTyI[eHTLI, KIIMHHUYCCKHEC OpAUHATOPHI, MarucCTpaHThl, ACIIMPAHTHI, CTYACHTHI

MEJIULIMHCKUX BY30B;

8. [IlanueHTHI C JTaHHOW MATOJIOTHEH, JINIa TPUHUMAIOIINE YIaCTHE B MX YXOJIE.

KaTeFOPI/IH NanMeHTOB B JAHHOW HO30JI0THM .

MNOAJIC)KAIINX JIJIsA MCHHHHHCKOﬁ HpO(l)I/IHaKTI/IKI/I nin pea6I/I.TII/ITaI_[I/II/I I[aHHOI\/JI HO30JIOI'Nn

(B3pociibIe)

IIIkaJjia ypoBHSI 10KA3aTEJbHOCTH, HA OCHOBE J10KA3aTeIbHONH MeIUINHBI.

IIIxaaa oumeHKH ypOBHeﬁ AOCTOBEPHOCTH A0KA3aTEC/ILCTB AJII METOAOB JTHATHOCTUKH

(I[I/IaFHOCTI/I‘{eCKI/IX BMeIIIaTeJII)CTB)

YA

Pacmmdposka

Cucrtemarnueckue 0030pbI MCCIEIOBAHUN C KOHTPOJEM pePepeHCHBIM METOJIOM
WM CUCTEMAaTUYECKUI 0030p paHI0MU3UPOBAHHBIX KIMHUYECKUX UCCIIEOBAHUMN C

IIPpUMCHCHHUEM MCTa-aHaJIl3a

OTnenbHbIE UCCIEOBAHUS C KOHTPOJIEM peQepeHCHBIM METOJIOM WIIU OTAEIbHbIE
PAaHAOMHU3UPOBAHHBIC KIMHHUYCCKUC HCCIICAOBAHUA MW CHCTCMATHYCCKUC O630pBI
UCCIEeIOBaHUM  /1000ro  1Iu3aiiHa, 3a HCKJIIOYEHHEM PpaHIOMHU3HPOBAHHBIX

KIIMHUYCCKUX HCCHCHOB&HHﬁ, C IIPUMCHCHUECM MCTa-aHAJIN3a

HccnegoBanus 0e3 IMOCJICAOBATCIIBHOTO KOHTPOJIA pe(l)epeHCHHM MCTOAOM HIIN
nucciacagoBaHus C pe(l)epeHCHI)IM METOJAO0M, HE ABJIAIOINIMMCA HCE3aBHCHUMBIM OT
HCCICAYyEMOI0 METOJAa NI HEPAHAOMU3SUPOBAHHBIC CPABHUTCIIBHBIC UCCIICIOBAHUA,

B TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHU A

HeCpaBHI/ITCJ'II)HI)IG HCCIICO0BaHNUA, OITMCAHNUE KIIMHUYCCKOTO CiIyvdas

Hmeercs aumb 000CHOBaHUE MEXaHH3Ma HeﬁCTBHH HJIM MHCHUE DKCIICPTOB

IIIkana OUEHKHM YPOBHEHl JOCTOBEPHOCTH [J0KA3aTeIbCTB A NPOPHIAKTHYECKHX,

JIe‘leﬁHl)IX, peaﬁl/l.]]I/ITalll/[OHHle BMelIaTe/IbLCTB

YA

Pacummgposka

1

Cuctemarnueckuit 0630p PKU ¢ npuMeHeHneM mera-aHaan3a




Otnenvubie PKU 1 cucremarndeckue 0030pbl MCCIEAOBaHUN TI0OOTO aU3aiiHa, 3a

? uckmouennem PKH, ¢ npumeneHneM MeTa-aHanu3a

3 HepanoMu3upOBaHHBIE CPaBHUTENBHBIE MCCIENOBAHHUA, B T.4. KOIOPTHBIE
UCCIIEIOBaHM

4 HecpaBHurenbHble HccnenoBaHUs, ONMCAaHUE KIMHUYECKOIO Cllydas WU CEpUHU
CJIy4aeB, UCCIIEIOBAHUS «CIy4ail-KOHTPOJIbY

. Nwmeercs nuiib 000CHOBaHME MEXaHU3Ma JeHCTBUS BMELIATENbCTBA (JOKINHUYECKNE

I/ICCJICI[OBaHI/ISI) HJIM MHCHUEC SKCIICPTOB

IIIkaja OHEeHKH YPOBHell y0eIMTeJbHOCTH PpeKOMeHAANuH i NpopuIAKTHYECKHUX,

AUATHOCTHYECCKHX, JIC‘IEﬁHbIX, peaﬁl/lJII/ITaI[I/IOHHbIX BMeEIIATEJIbCTB

YYP

Pacmmdposka

CunpHass pekoMeHnmamus (Bce paccMaTpuBaeMble KpuUTepuu dPPEKTHBHOCTH
(ucxopl) SBISAIOTCS BaXHBIMM, BCE HCCIEIOBAaHMS HMEIOT BBICOKOE WIIH
YIIOBJIETBOPUTEIBHOE METOI0JIOTHYECKOE KaueCTBO, MX BBIBOBI 10 HHTEPECYIOLIUM

nucxoaam sABIAKOTCA COI‘JIaCOBaHHLIMI/I)

VYcinoBHas pekoMeHnmanus (HE BCE paccMaTphBaeMble KPUTEPHH S(P(PEKTHBHOCTH
(ucxompl) SIBISAIOTCS B@)XKHBIMH, HE BCE HCCIIEAOBAaHMS MMEIOT BBICOKOE WU
YIIOBJIETBOPUTEIBHOE METOJOJIOTHYECKOEe KayecTBO M/MIM HX BBIBOJBI IO

MHTEPECYIOUINM UCX0JIaM HE SIBJISIFOTCSI COITIACOBAHHBIMHU )

Crnabast pekoMeHanusi (OTCYTCTBUE JI0KAa3aTEIbCTB HAJIekKAIIEro KadecTBa (Bce
paccmarpuBaemMbie kputepun 3(hHEKTHBHOCTH (MCXO/IbI) SBISIOTCS HEBAKHBIMU, BCE
WCCIIEIOBAaHUS MMEIOT HHM3KOE METOJOJOTHYecKOe KadyecTBO M WX BBIBOJABI IO

MHTEPECYIONINM UCX0/IaM HE SBJISIOTCS COTJIACOBAHHBIMMU )




Ornasienue
HAL[I/IOHAHBHbeI KJIMHUYECKHWU [TPOTOKOJI JUATHOCTHUKU U JIEUEHUWS 110
HO30JIOI'N

WTYBBIPYHATKA .o e 4
HAILIMOHAJIbHBIN KJIMHUYECKUI ITPOTOKOJI MEJIUIMHCKNX
BMEIIATEJIbCTB (0] HO30JIOTU1
CATY3BIPHATKAN ..o 59

HAILIMOHAJIBHBI KJIMHUYECKUHM IIPOTOKOJI II0 TIIPODPUIIAKTUKE WU
PEABUJIMTALIN 110 HO30JIOTI'M1
LY BBIPUATI A .« .« et e 64



Cnucok cokpauieHuii

AJIT aTaHMHAMUHOTpaHcepasza

ACT acrapTaTamMuHOTpaHchepasa

B/B BHYTPBUBEHHO

AcT aTaHMHAMUHOTpaHcepasza

B/M BHYTPbHUMBIIIEYHO

I'KC TIFOKOKOPTUKOCTEPOU 1B

rp rpaMm

DA UMMYHO(GEPMEHTHBIN aHAIU3

Mr MUJUTUTPaMM

MII MUJUTAIATP

OAK 001IMiA aHaJIN3 KPOBHU

OAM 0O0IIUI aHAJIN3 MOYH

[IMCII IEpBUYHASA MEIUKO-CAaHUTAPHAS IIOMOIIb
PP pacTBop

Tab TabyieTka

TI'KC TOIMYECKHUE INIFOKOKOPTUKOCTEPOUIBI
OHC LIEHTpaJIbHAsl HEPBHAS CHCTEMA

Ig UMMYHOTJIOOYIINH

COIIP Cnusucras 00004Ka MOJIOCTH pTa
MIIT [Inomans MOBEPXHOCTH TENIA

BBUI' BHyTpHBEeHHBIII IMMYHOTJI00YJIUH
MM® Mukodenonara Mo eTun

A3A a3aTUOIIPUH

I'bI1 ["'eHHO-MH)XEHEPHBIN OMOIOTHYECKUH IpenapaT

2.0cHOBHAA YaCTh.

2.1. Beenenue

Pa3BuTtre my3blpuaTku HAOMIOAAETCS Yy TEHETHYECKH MPEepacloyioKeHHbIX JIUII.
Haunbonee 3HaunMoii SBIsS€TCS acCOLMAIMS C ONPEICICHHBIMH AJUICISIMU T€HOB TJIABHOT'O
komruiekca ructocopmectumoct (HLA) [1]. B pa3ubix ctpanax oOHapy>KUBaeTCs KOppesus
C pa3IUYHBIMHU aJUIeNIIMH TeHOB, Komupyrommx HLA [2—7]. 3aboneBanue pa3BUBaeTCs TOJ
NefCTBHEM pa3InyHBIX (HaKTOpOB (IIPHEM JIEKApPCTBEHHBIX MPENapaToB, COJAEpPKaIIUX

TUOJIOBBIC  TI'PYIIIbI; HWHCOJIALUSA; I/IH(I)CKL[I/IOHHBIC AI'CHTEHI, CTpECC, yHOTpC6HCHI/IC
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2.2.

OTIpE/ICIEHHBIX MHUIICBBIX NPOAYKTOB; (u3uueckre (GakTopbl W JAp.), OJHAKO 3a4aCTYIO
OTIpeNIeIUTh TPOBOLUPYIOMHKK (akTop HE MpeAcTaBisiercs Bo3MOXHBIM [8]. B mporecce
3a00JIeBaHUsl MHUIUHUPYETCS  paclo3HaBaHUE AHTUTCHIPE3CHTUPYIOIIMMHU  KIETKaMU
COOCTBEHHBIX MOJIEKYJI, BXOJIAIINX B COCTAaB IECMOCOM, OTMEHA ToJIepaHTHOCTH T- u B-kietok
K COOCTBEHHBIM ayTOaHTHUI'€HaM M CHUHTE3 ayTOaHTUTeNl [9]. AyTOMMMYyHHBIE MPOIECCHI
IPUBOJAT K Ppa3pylICHUIO CBSI3U MEXAY KIETKAaMH SNujepMuca (aKaHTOJIM3Y) 3a CYET
obOpazoBanus IgG-ayToaHTUTEN K TaKk HA3bIBAEMBIM  «IEeMQUTYCHBIM»  aHTUTEHAM
(BaKHEHIIMMHM M3 KOTOPBIX SIBISIOTCA JecMmoriienH 1 u 3) W CBSA3bIBAaHUS HMX C
[JIMKONPOTEUaMH KJIeTOUHBIX MeMmOpaH. CdopmupoBaBuIecss UMMyHHbIE KOMIUIEKCHI B
JaTbHEHIIIEM BbBI3BIBAIOT Pa3pyIICHUE JECMOCOM M TMOSIBJICHHE BHYTPUAIIHIEPMATbHBIX
ITy3bIPEH.

3aboneBaeMOCTb My3bIpuaTKoil B ctpaHax EBpormbel u CeBepHO AMEPUKH COCTABIISIET B
cpennem 0,1 1o 0,2 ciiywyaeB Ha 100 000 nHacenenus B rox [10].

B Poccuiickoir ®enepanuu, corimacHo AaHHbIM @ DenepanbHOrO CTaTUCTUYECKOIO
HaOmoneHus, B 2014 roxy 3aboneBaeMocTh My3bIpyaTKoi coctaBmia 1,9 coydaeB na 100000
B3pOCJIOT0 HaceseHus (B Bo3pacte 18 jietT u crapiie), a pacnpocTpaHeHHOCTh — 4,8 cilydaeB Ha
100000 B3poca0ro HaceaeHHUs.

Omnpenesienue:

[Ty3pipuatka (cuH.: memduryc) — rpymnmna OyJUIe3HBIX IEpPMAaTo30B, MPH KOTOPBIX
MaTOr€HETUYECKas POJb MPUHAMICKUT LUPKYIUPYIOLIMM AayTOAHTHUTENAM, HAIPABJICHHBIM
MPOTUB AHTUTE€HOB CUCTEMBI IECMOCOMAJILHOTO armnapara MHOTOCJIOMHOTO MIOCKOTO SITUTETHS
(ko>ka, CTU3UCThIE 000JI0OYKH MOJIOCTH PTa, MUIIEBOIA U APYTHX OPTaHOB).

2.3. Knaccudukanus:

Knunnyeckas knaccupuranmus:

- [Ty3bIpyaTka 0OBIKHOBEHHAS

- [Ty3bIpuaTka BereTupyromas

[epnerndopmHas my3sipyaTka

- [Ty3bIpyaTka TUCTOBUAHAS

- [Ty3b1puarka OpasuiibcKas

- [Ty3bIpuartka spuTeMaTo3Hast

Cungpom Cenmnpa-Amepa

- [ly3bIpuarka, BeI3BaHHAsI JIEKAPCTBEHHBIMH CPEICTBAMHU

- JIpyrue BUAbI My3blpuaTKu

[lapaneoruiacTuyeckas my3blpuaTKa

IgA-3aBucuMast my3bIpyaTka

- CyOxopHealbHBIH MyCTYyJIE3
11



- BHyTphusnMaepMaibHbIA HEUTPOYHUILHBIN IepMaTO3

BeiieneHne pa3MvHBIX KIMHHYECKHX (OPM MY3BIPYATKHA YCIOBHO, TaK KaK KIMHAYECKas
KapTHUHA OJHON (POPMBI MOKET HATOMHUHATH KapTHHY APYTOi, KpOME TOTO BO3MOXKEH MEPEX0]] OJTHOM
(hOopMBI B APYTYIO.

Ilo crenenu TsizKecTH:

- JeTKasi;

- CpenmHss;

- TSDKeIasl.

IIo Teuenuro:

- ocTpasi;

- IOI0CTpasi;

- XpOHHYECKas

Bce knunnyeckue Gopmbl My3bIpUATKH XapaKTEPU3YIOTCS ATUTEIBHBIM XPOHUYECKUM
BOJIHOOOPA3HBIM TEUYEHHEM, MPUBOISAIIMM B OTCYTCTBUU JIEYCHHs] K HapYyIICHUIO OOIIEro
COCTOSTHUS OOJTBHBIX, & B HEKOTOPBIX CIydasX — K JICTaTbHOMY HCXOJY.

3. MeToabl, MOAXO0AbI M MPOLEAYPHI AUATHOCTUKH
3.1. /ImarHocTHYecKHe KPUTEPUH

https://www.aad.org/public/diseases/a-z/pemphigqus-treatment

1) 7Ka00b1 1 aHAMHE3, B TOM YK cJIe IMHIeMU0JI0r HYeCKHii:
HavajabHblil nepuo
CumnromaTuka 00JE€3HU MOXKET OBITh HEUETKOM, MOX0KEH Ha CUMITOMATHKY psla IPyTrUx
3a00JIeBaHUM, UTO 3aTPYAHSIET BOBMOXHOCTH paHHEH NUarHOCTUKU.
- OTATOILIEHHBIN alJIeproaHaMHe3;
- KOJKHBIE BBICHITIAHUS HA CIM3UCTHIX 000J0YKaX MOJIOCTH PTa, HOCA, TJIOTKU W/WUIU KPacHOM
Kaiime ry0, BOKPYT €CTECTBEHHBIX OTBEPCTHUH;
- 0oJp TIpU TIpHEMeE TTHUIIIH;
- TUIIepCcaINBaLUs;
- 3aI1ax M30 pTa;

- BBICBITIAHUSA Ha KOXKC TYJIOBHUIIA, KOHEYHOCTEH.

ITo xapakTepy OCHOBHBIX KIMHUYECKUX MPOSIBJIEHUI My3bIPYATKH B HAYAJIbHBIH Nepuoj
YCJIIOBHO MOXKHO BBIJIEIUTH CJIEIYIOIINE BAPUAHTHI.

* [Ipu eynvecapnom sapuanme:

[lepBbIie BBICHITIAHWS Yallle BCETO TMOSBIISIOTCS HAa CIM3UCTBIX 000JIOYKAX MOJOCTH pPTa, HOCA,

TJIOTKY W/WHM KpacHOU Kaiime ry0. BonbHBIX OecroKosaT 6011 Mpu MpHeMe MUIIH, Pa3roBOpe,
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https://www.aad.org/public/diseases/a-z/epidermolysis-bullosa-treatment

OpU TPOTJIATHIBAHUM CIIOHBI. XapaKTepHBIM MPHU3HAKOM SIBJSIETCS THIEPCATUBALUA U
cneunuyeckuii 3amax u3o pra.

Yepes 3-12 wMecsmeB mporecc mnpuoOperaer Oonee pacHpoCTpPaHEHHBIM XapakKTep C
MOpaXeHUEM KOXKHOTO TMOKpoBa. [ly3plpu coXpaHSIOTCS HENpPOJOJDKUTENIbHOE BpeMmsi (OT
HECKOJIBKMX YacoB J0 CyTOK). Ha ciam3ucThix 0005I0YKax HMX TOSBICHHE MHOTZIA OCTaeTCs
HE3aMEUCHHBIM, IMOCKOJbKY TOHKHE MOKPBIIIKK ITy3bIpell ObICTPO BCKpPBIBAIOTCS, 00pasys
JUINTEJIBHO HEe3aKUBarolue OO0JIe3HEHHbIE 3po3uM. HexkoTopele Iy3blpy Ha KOXE MOTYT
CCBIXaThCsl B KOPKU. DPO3UU MPU BYJIbrapHOM My3bIpuaTKe OOBIYHO SIPKO-PO30BOTO IIBETA C
OsiecTsmiel BiIaKHOM MOBEpXHOCThIO. OHM MMEIOT TEHJEHIUIO K nepudepruueckoMy pocTy,
BO3MOXKHA TEHEpalIM3alusi KOXHOTro Imporecca ¢ (GopMUpOBaHHMEM OOIIMPHBIX OYaroB
NOpaKEHUsI, yXyJIIEHHEeM OOIIEr0 COCTOSIHUSA, TMPUCOSAMHEHUEM BTOPUYHOM WHQEKIUH,
pa3BUTHEM HWHTOKCHKAIMM M JIETAIbHBIM HMCXOJIOM TMPHU OTCYTCTBUHM Tepamuu. OJHUM U3
Haubosee XapaKTepHBIX MPU3HAKOB AKAHTOJIUTHYECKON My3BIPUYATKH SBISIETCS CHUMIITOM
Hukonbckoro, KOTOpbIi SBISETCS KIMHUYECKUM IPOSBICHUEM aKaHTOJU3a U MPEACTaBISAET
co0oil OTcl0eHHEe HnuAepMHuca MpPU MEXaHHMYECKOM BO3JEHCTBUM Ha KOXY B odarax
MOPaXCHUsI, PACTOJOKEHHYIO DPSIOM C HUMH M, BO3MOXHO — Ha OTJAJIEHHBIX y4YacTKax
KOKHOT'O MTOKPOBA.

» Ceoopeunvit unu (Ipumemamosnvtii) eapuanm B Hauane 3a00J€BaHUS Ha KOXE
MOSIBIISIIOTCSL SPUTEMATO3HBIE OYard MOPaXKEHUsS C YETKHUMH TPAHHULAMH, Ha TOBEPXHOCTH
KOTOPBIX UMEIOTCSI KOPOUKH PA3IMYHON TOJIIIMHBI )KEATOBATOr0 UM OypOBaTO-KOPHUYHEBOTO
nBeTa. [1y3bipu 00bIYHO HEOOJIBIINX PA3MEPOB, OBICTPO CCHIXAIOTCS B KOPKH, IPU OTTOPKEHUN
KOTOPBIX OOHa)XaeTcsl BiIayKHasl 3pO3UPOBAHHASA MOBEPXHOCTh. [1y3bIpH HMEIOT OUYEHb TOHKYIO,
IpsiOIyI0 MOKPBILIKY, COXPAHSIONIYIOCS HEMpPOJOKUTEIBbHOE BpEMsi, IMOATOMY YacTO OHHU
OCTAIOTCsl HE3aMEeUEHHBIMU OO0JIBbHBIMH M BpayamMu. CumMnToM HUKOIBCKOTO MONI0KUTENbHBIN
IPEUMYIIECTBEHHO B oOdYarax MOpaXeHus. 3abojeBaHHME MOXET HMMETh OrPaHWYEHHBIN
XapakTep B TEUEHHE MHOTMX Mecs1eB U JieT. OJJHaKO BO3MOXKHO paclpOCTPaHEHUE TOPAKEHUS
Ha HOBBIE YYAaCTKM KOXKHOTO IMOKPOBAa M CIIM3MCTble 000JI0UKM (uamie mojoctu pra). [Ipu
reHepalu3ali  NaTOJIOTMYECKOro mpolecca 00Je3Hb MPHOOpPETaeT  CUMITOMATHKY
BYJIbI'APHOH My3bIPYATKH.

* JIucTOBUAHAS MMY3BIPYATKA XaPAKTEPU3YETCS IPUTEMATOZHO-CKBAMO3HBIMH BBICHITTAHUSIMH,
TOHKOCTEHHBIMH TY3BIPSIMH, TTOBTOPHO TMOSBIISIONIMMHUCS Ha OJHUX M TeX K€ MecTax, Ipu
BCKPBITUH KOTOPBIX OOHaXaroTCs PO30BO-KPACHBIE 3PO3UHU C MOCIEAYIOUIMM 00pa3oBaHHEM
IUTACTUHYATBIX KOPOK, HMHOIJA JOBOJIBHO MAaCCHBHBIX 3a CYET IOCTOSIHHOTO CCBIXaHUs
oTnenstonierocst skceyaara. IlopakeHue ciau3ucTbiXx 000J04YEK HexapakTepHo. Bo3MoxkHO

OBICTPOE PACIPOCTPAHCHHUE BBICHIIAHWN B BHJIE IIOCKUX Iy3BIPEH, IPO3HH, CIMBAFOITHUXCS
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JpyT C JAPYTOM, CIOMCTBIX KOPOK, YEIIyeK C pa3BUTHEM SKC(HOIMATHBHON 3PUTPOJICPMUH,
yXyJALIEHHeM OOIIero COCTOSHUS, NPUCOCTUHEHHEM BTOPUYHOM uHOeknuu. Cumnrom
HuKOnbCKOro MOJIOKUTEIBHBIA KaK B OYarax MopaykeHus, TaK U Ha BUJUMO 3I0POBOM KOXKeE.

* Bererupyromasi ny3pIp4aTKa JOJrue rojbl MOKET MPOTEKaTh JOOPOKAYECTBEHHO B BHJIE
OTPaHUYEHHBIX 0YaroB MOPAXKEHUS IIPU yIOBICTBOPUTEIHLHOM COCTOSIHUM OonbHOTO. I1y361pH
qare MOsABJSIOTCS Ha CIU3UCTBIX 000JI0YKaxX MOJIOCTH PTa, BOKPYT €CTECTBEHHBIX OTBEPCTUIN
(pTa, HOCA, reHUTAJIMI) U B 00JaCTH KOXKHBIX CKJIAJIOK (IIOJMBIIIEYHBIX, IAXOBBIX, 3aYIIHbIX,
10J MOJIOYHBIMM >kene3amu). Ha nHe 3po3uii (hopMHpYIOTCS MATKHE, COYHbBIE, 3JIOBOHHBIE
BereTally, IOKPHITHIE CEPO3HBIM W/WIM THOMHBIM HaJeTOM C HAJIWYMEM IyCTyl IO
nepudpepun. Cumnrom HHKOIBCKOTO TOJOXKHUTENbHBIA TONBKO BOIM3M ovaroB. B

TEPMHUHAIBHOM CTaJINH KOKHBIN MPOLIECC HAIIOMUHAET BYJIbIapHYIO ITy3bIPYATKY.

* I'epneTndopMHast my3bIpuyaTKa — 3TO PEAKUNA aTUITUYHBINA OYJIJIC3HBIN 1€pMaTO3, KOTOPHII
B psijie CllyyaeB KJIMHUYECKH HallOMUHAET repreTudopMHusblii nepmatut Aropunra. Beicbimanus
MOTYT OBbITh NIPE/ICTaBIIEHbI B BUJIE OJISIIEK, 10 IepUpepuu KOTOPIX PAcHoIaratoTcs MamyJibl
Y BE3UKYJIbl, WIIK B BUJIE CIPYIIIIMPOBAHHBIX IAITYJI, BE3UKYJ WM HAIIPSKEHHBIX ITy3bIPEH, KaK
npu repunetudopmuom nepmarurte Hropunra. s reprnetnopMHON My3bpIpUaTKH XapaKTepeH
BBIp@KEHHBIA 3y1 KOXd. llpm OTCYTCTBMM ajeKBaTHOM Tepamnuu 3a00JI€eBaHUE MOXKET
porpeccupoBaTh U NpUOOpeTaTh NPU3HAKHU BYJIbrapHOW MM JIMUCTOBUIHOM ITy3bIPYATKH.

. IMapaneonacTuyeckas my3pIpyaTKa NpoTeKaeT Ha (poHe HEOIUTa3nH, a TAKKE MOXKET
BO3HMKAaTh B TEYECHHE WJIM BCKOpPE IIOCIE XMMHOTEPANEBTHUUYECKOrO JIEYEHHs II0 ITOBOILY
3JI0KaUYeCTBEHHBIX HOBOOOpa3oBaHWil. B OonblmiMHCTBE cilydaeB MapaHeoljacTU4ecKas
ny3blpyaTka coueTaercs ¢ JuMdonponudepaTUBHBIMI HEOIIA3UsAMHU, TUMOMOMN, CapKOMOIi,
KApPIMHOMOM M COJIMJIHBIMHU pakamH pa3jIMYHbIX JIoOKain3auui. Kak mpaBuio, KImHUYeCcKas
KApTUHA MapaHEOIlJIaCTUYECKOM ITy3bIPYaTKM HMEET CXOJICTBO C KIMHUKOW BYJIBIapHOU
My3bIPYaTKU C OJIHOBPEMEHHBIM IMOPAKEHUEM KOXH M CIHU3MUCTBIX 000JI0YeK, HO WHOTIa
HaOJII01at0TCSl HETUITUYHBIE JUTsI 3a00JI€BaHUS OPAKEHHSI KOKH, COIIPOBOXKAAOLINECS 3y I0M
Y HallOMHUHAIONINE MHOTO(OPMHYIO 3KCCYAATUBHYIO 3pUTEMY, OyJUIe3HbIN neMdurons uiu
TOKCHUYECKHUH 3MUAEPMAJIbHBIN HEKPOJIN3.

JlekapCTBEHHO-UHIYLIUPOBaHHAsl Iy3bIpuyaTKa (MEIUKAMEHTO3Has) MOXKET HallOMHUHATh
KJIMHUYECKYI0 KapTHHY BYJIbrapHOW, ceOopeiHOil wium nucToBUIHON my3blpuaTku. Ee
pa3BUTHE Yallle BCETO CBA3aHO C MPUEMOM MEIWKAMEHTOB, COAEPIKALIMX CYIb(PTrUuApUIbHBIC
panukanel (/[-meHunuiUIaMuH, TUPUTOJN, KaNTONPWI), U AaHTUOAKTEpUAIbHBIX IpPEnapaTroB
rpynnel  -n1aktamMoB  (MEHULWJUIMH, aMIUUOWIUIMH W 1e(aJocopuHbl) U  BBI3BAHO

6I/IOXI/IMI/I‘-ICCKI/IMI/I, a HC ayTOUMMYHHBIMU PCAKIUAMMU. B ClIy4dasax pa3BHUTUA JICKAPCTBECHHO-
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UHAYLUUPOBAHHOM Iy3bIpYAaTKM IIOCJAE OTMEHBl MEIAMKAaMEHTa BO3MOXXHO  IIOJIHOE
BBI3JIOPOBJICHUE.

. IgA-3aBucuMasi my3pIpyaTKa NpPeACTaBIsIeT COOO0N peAKylo IpyMnily ayTOMMMYHHbIX
BHYTPHUAIIUACPMAIbHBIX ~ OYJUIE3HBIX  JIepMAaTO30B,  XApPaKTEPU3YIOIIUXCA  BE3UKYJIO-
MYCTYJIC3HBIMHU BBICBHIIAHUSAMU, HEUTPODUIBHON MHPUIBTpALINEH, aKAHTOIU30M U HAINYHEM
KaK (PMKCHPOBAHHBIX, TAK U MUPKYIUPYIOMUX [gA-ayToaHTHTEN, HAPABIEHHBIX K aHTUT€HAM
MEKKJICTOYHOM CBA3BIBAIONICH CyOCTaHIIMM MHOTOCIOWHOTO TUIOCKOTO STHUTENHS.
Knunnueckass xaptuHa IgA-3aBHCHMOM ITy3bIpYATKM HE3aBUCHMO OT THIIA €€ IPOSBICHUS
IIPEICTaBICHA BAJIBIMM BE3UKYJIaMHU WIM IIyCTYyJIaMH, pAacloJaralouIMMHUCs Kak Ha
TUIIEPEMUPOBAHHOM, TaK M HA BUIUMO «3I0pOBOM» Koxe. IlyCTysbl MMEIOT TEHIECHLHIO K
CJIMSHUIO ¢ (POPMUPOBAHUEM OYAroB B BUJIE KOJBIEBUIHBIX ()OPM C KOPKAMH B IICHTPAILHON
yacTH. BrIcblnaHus yalie BCero JIOKaJu3yrTcs Ha KoXe B 00J1aCTH MOAMBIIIEYHBIX BIAJHH,
MOILIOHKH, TYJIOBHILA, BEPXHUX U HIWKHUX KOHEYHOCTEH. Pexxe B MaTosIornyecKuil mpouecc
BOBJICKAIOTCSI KO’Ka BOJIOCHCTOH 4acTH TOJIOBBI M 3ayHIHOM OOJNAacTH, a TaKKe CIHU3HUCThIC
000s10uku. YacTo OobHbBIE IPENBABIAIOT Ka100bl HA HUHTEHCUBHBIN 3y1. Kak nmpasuiio, IgA-
3aBHUCHUMasl Iy3bIpYaTKa MpoTeKaeT oiee J0OpoKayecTBEHHO IO cpaBHEeHuUIO ¢ IgG-3aBucumoit

Iy3bIPYATKOM.

2). AHaMHe3 3a00JIeBaAHUSI:

HaubGonee wuacras ¢opma 3aboneBaHUs, XapaKTepU3YIOUIasCs HaJIWMYMeM Iy3bIpei
Pa3JIMYHBIX PA3MEPOB C TOHKOH BSJION IMOKPBILIKOM, C CEPO3HBIM COJEPKUMBIM, BO3HUKAIOIINX
Ha BUJMMO HEU3MEHEHHOW KOXE W/WJIU CIU3UCTHIX 000J0YKaX MOJOCTH PTa, HOCA, TJIOTKH,
reHuTanuii. [lepBbie BRICHITIAHUS Yallle BCETO MOSABIISIIOTCSA HAa CIU3UCTBIX 000JI0YKAX MOJIOCTH
pTa, HOCa, TJIOTKU /WM KPacHOH Kaiime Ty0. BoNbHBIX 6€croKosAT 00U MpH MpHeMe I,
pasroBope, NpU MpPOIIATBIBAHUU CIIOHBL. XapakTepHbIM IPU3HAK — TUIEPCAIUBALUSL U
cnenuduyeckuii 3amax 3o pra. Uepe3 HECKOIBKO MecslEB IMpolecc mpuodperaer Oosee
paclpOCTPaHEHHBIN XapakTep € MOPaKEHHEM KOXKHOro mnokpoBa. Ily3slpu coxpaHsAroTCA
HENPOAODKUTEHbHOE BpeMs (OT HECKOJIBKHUX YacoB J0 CYTOK). Ha cnm3ucThix 000I0uKax Ux
MOSIBJICHUE HMHOTJA OCTAeTCS HE3aMEYEHHBIM, IOCKOJIBKY IIOKPBILIKK ITy3BIPEW — TOHKHE,
OBICTPO BCKpBIBAIOTCS, 00pa3ys JUINTENbHO He3aKuBarolue 0oae3HeHHbIe 3po3un. Hekoropbie
My3bIPH HAa KOYKE MOTYT CCHIXaThCsl B KOPKHU. DPO3UH MPH My3bIpUaTKE 0OBIYHO SIPKO-PO30BOTO
1[BETa C OJeCTAIIeH BIaXHOW MOBEPXHOCTHI0. OHU MMEIOT TeHISHIINIO K TepudepruaeckoMmy
pOCTy, BO3MOXKHA TeHEepaIH3aIis KOKHOTO IMporecca ¢ GopMUpOBaHUEM OOIIMPHBIX 0YaroB
MOPKEHUSI, YXYIIIEHHEM OOIIEro COCTOSHUSA, MPUCOCAMHEHHEM BTOPUYHON WH(OEKIUH,

Pa3BUTHEM HWHTOKCHUKAIIUKU W CMEPTCIIbHBIM HCXOOOM. O)IHI/IM U3 Haubolee XapaKTCPHBIX
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IIPU3HAKOB aKAHTOJIMTUYECKOU IMy3bIPYATKHU SABJISIETCS CUMITOM HHUKOIBCKOrO — KIIMHUYECKOE
NpPOSIBJIGHUE  AaKAHTOJU3a, KOTOPBIK TPH  BYJIBrapHOM  IMy3bIpUaTKE MOXET OBITh
HOJIOKHUTEIBHBIM KaK B Oyare NopaxeHus, Tak ¥ BOJIM3U OT HETO, a TAKXKe Ha BUJIUMO 3710pOBOH

KOX€ BJAJIM OT Oo4ara ropaxeHmusl.

3). DnuAeMHOJIOTHYECKHIl aHAMHE3:

- CpenHHii ITOKa3aTenb 32001€Ba€MOCTH HICTHHHOW aKaHTOJIMTUIECKOH ITy3hIPYAaTKOM B CTpaHAX

¢ Espomsr u Ceeproii Amepuku coctasisier B cpeatem 0,1 1o 0,2 #a 100 000 HaceneHus B rox
[10].

1.2. ®usukaiabHoe o0caenoBanue https://cr.minzdrav.gov.ru/schema/697 1#doc a2

- OCMOTp M OIIEHKA KOKHBIX IIOKPOBOB 1 BUJIMMBIX CIU3HCTBIX 000JIOUECK;
C|- MTOJIOKUTENBHBIN cHMIITOM HUKOIBCKOTO;
- TIOJIOKUTEIBHBIN cUMITOM Ac00-XaHCeHa;

- TIOJIOKUTENLHBIM cuMmiToM IllexirakoBa;

1.3.JIabopaTopHble nccieT0BAHUS

e 00muii aHAJIN3 KPOBU (C 00s3aTENBbHBIM OIIPEIEICHUEM YPOBHS TPOMOOIIUTOB);
® CKpUHUHIOBBIN TecThl Ha cudumiuc (MIIP , RPR) (ctapuie 14 ner): oTpunareabHbIi
pe3yabTar
A ® IHUTOJIOTHYECKOE UCCIIEJOBAHME HA AKAHTOJIUTUYECKHE KIIETKH B Ma3Kax-0TIEeYaTKax
CO JHa CBEXUX OpO3UH CIOU3UCTBIX OOOJIOYEK W/WIAM KOXU (Hamuuue
AKAHTOJINTUYECKUX KIIETOK SIBISIETCS HE MAaTOTHOMOHHWYHBIM, HO OY€Hb Ba)KHBIM
JMAarHOCTHYECKUM MPU3HAKOM; B Havyase 3a00JeBaHMsl, OCOOEHHO MpH ceOopeitHOoi

IMY3bIPYATKEC, AKAHTOJIUTHYCCKUC KIICTKU MOT'YT OTCYTCTBOBB.TB);

e OOIIMIi aHATN3 MOYH

e OOmMIi aHAIK3 Kajla

e omnpeneneHue aecMmorsienHoB 1 u 3 metogom UOA
® HMMYHOJIOTHYECKHE MCCIICIOBAHMUS
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e OHOXMMHYECKHE AaHANM3bl KPOBH (C OMNpeAeNieHHEeM YpOBHA OmiupyOuHa,
TpaHCAMHHA3, TIIIOKO3bI, KPEATHHUHA, OeJIKa, KaJIHsl, HAaTPHsl, KaJTbIIHs);

® [uCCIeIOBaHME  Kaja Ha CKPBITYIO KPOBb

® THCTOJIOTHYECKOE HCCIe0BaHuE (TI03BOJIET OOHAPYKUTHh BHYTPbUAIHIEPMAIBHOE
pacroJIoKeHue IIeJIel W/ WA My3bIpei ),

e METOJ HempsMONH UMMYHOQIIIOOPECHEHIINU (ITO3BOJISIET BHIIBUTH UPKYIUPYIOLIHE
IgG-ayToanTHTE A IPOTHB AHTHTEHOB MEKKJICTOYHOM CBSI3BIBAIOINECH CyOCTaHIINN),
JUISL IPOBE/ICHUS aHAIN3a UCTIOIB3YETCs CBIBOPOTKA KPOBU OOJILHOTO;

e MeTOA NPSIMOl UMMYHO(]IIOOpECIEHIIMH (ITO3BOJISIET BHIIBUTH UMMYHOTJIO0YTHHBI
ki1acca G B MEKKJIETOYHOM CKJICMBAIOLICH CyOCTaHIIMHU SMHUAEpMHUCA B OHomnTare

BUJUMO 3/10pOBOI KOXKH, TOTYYEHHOM PSIIOM C 04aroM MOpaXKeHHUsl);

e Mukonoruuekass auarHoctuka (csetoBas Mukpockonus, I[IM®, IIIP) wu
OIPENIETIEHUE YYBCTBUTEIBHOCTH K AHTUMUKOTHKAM

e jccie/ioBaHKuE KpoBH U OnocyoctpaToB Ha nHpekuuu(MDA, TILP)

https://www.ncbi.nlm.nih.gov/pmc/articles/PMC7313440/

1.4. UacTpyMeHTAJILHBIE HCCIEOBAHMS:

C
5 V3U opranoB OpIOIIHON MTOJIOCTH

C omnpexpeneHne MIOTHOCTH KOCTHOM TKAHH — C LENBIO TIPEAYIPEKICHUS OCIOKHEHNAN MTPH

5 tepanuu cuctreMHbiMu [ KC

1.5.Iloka3anust A1 KOHCYJIbTAIMM CHEHAJINCTOB

C KOHCynTaHI/ISI TEparieBTa, OSHAOKPHHOJIOra, CTOMATOJIora, OTOPHWHOJIApHUHIOJIOra,

5 O(I)TaJIBMOJIOFa, THHEKOJIOTa, ypoJora, MMMYHOJIOIa,
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—— IMammesT ¢ mogcIpeEAeM HA —
— Ty 3EIPTIATEY e

Coop aEaMAeCTHTECKHX TAHHER AHAMHe3 3a000eBAHNT (JABHOCTE MOARTCHAT,
o0OCTPEHHE, cexMefHEN AHAMEES, paHe: OPOEOIHENESCH JeTeHAe) H AHAMHSS HHIHH
(COmyTCTEVIOINAA MATOIOTHE)

l

JEanofer H HIHEATEHOS ODCIEOBAHHE
1) BRICEITAHHA HA CTHIHCTEER 0DOMIOYEAY MOIOCTH PTA, HOCA, TTIOTHH H/HIH Kpac-
HOH KafiMe [0, BOKDYVT eCTeCTECHHEIX OTESPCTHH;
2) BHICBIIAHHA HA KOKE TYIOBHIDA, KOHETHOCTEH;
3) OB OpH MpHEeMe MHITH, THICPCATHEAHA, 3AIIAX H30 PTA;
4) monoEHETeEEEN cHMITOM HEKOMECKOTO

l l

,Eagﬂpmnﬁ_mrﬂmq: MeRIHCITEIUTHEAPHEE NOTK0T: KOHCYIBTA-
7) H&/DIF. HHE APYTEX CHEHATHCTOR

3) Ceponormmeckae Hocaegosaams: [IF, HEA;
4) ITHTOmoTHA — AKARTOMHTHISCEHE EJIETEH.

i —
e IMocTaHoBEa aAuarHo3a — [ly3elpuaTka ™~
| CymounenieM KINHUNECKoH dopmel, crmaduy, conmyancme) - !
\,ﬁ_ el HAamoToZul /

3) nuddepeHUAIBHBIN INATHO3 U 000CHOBAHHUE OMOJHUTEIbHBIX HCCJIEIOBAHUIL:

https://emedicine.medscape.com/article/1064187-differential ?form=fpf
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JuddepenunanbHas THATHOCTHKA 00Ty IH3MA
- ¢ Oymie3HbIM eM(UTOUIOM;
- ¢ repretuOpMHBIM IepMaTUTOM J{fopuHra;
- C XpPOHHMYECKOW TOOpOKaYeCTBEHHOW CeMEHHOH my3bIpyaTKon ['ykepo-Xewnnu-
Xennm;
- ¢ pyOuyromum neMGuroniom;
- C JIMCKOUJHOHN KpAaCHOUW BOJTYAHKOM;
- ¢ ce0OopeitHbIM JepMaTUTOM;
- ¢ cuHapomoM Jlakenna

- C XpOHHMYECKOU BEreTUPYIOLIEH TNOACPMUEH U IP.

HuddepeHunanbHy0  AUATHOCTUKY MPOBOAAT € OyJUIE3HBIM — HEM(HUIOUIOM,
repneTuopMHBIM J1epMaTUTOM JIFOpHMHTa, XPOHUYECKOH JOOPOKAYECTBEHHOH CEMEWHOM
ny3bipuatkor ['yxepo-Xeinu-Xeim, pyOuyromuM neMQUronoM, IUCKOUIHOW KpacHOU
BOJIYAHKOH, ce0OpelHBIM JepMaTUTOM, cuHapoMoM Jlaileruia, MHOromopdHON 3puTeMoi,
XPOHUYECKOW BEreTUPYIOIIEH MTHUOIEPMHUEN U JP.

Bynnesuwiti nemghueouo Jlegepa oTnmvaeTcsi OT My3bIpYaTKU HAJTMYUEM HANPSHKEHHBIX
My3blpedl C IUIOTHOW IOKPBILIKOM, TOBOJBHO OBICTPO SMUTEIU3UPYIOLIUXCS 3pOo3uil (1pu
OTCYTCTBUM  BTOPUYHOM  HMHQEKIuH), OTcyTcTBUEeM  cumnToma  Hukosbckoro,
MNOJPIUACPMAIBHBIM PACIOJIOKEHUEM ITy3bIPEH, OTCYTCTBHEM aKaHTOJUTHYECKUX KJIETOK U
pacroyio)KeHneM UMMYHOTJIOOYTHHOB Kiacca G B0k 0a3aibHON MeMOpaHbl SMTUEPMHECA.

T'epnemughopmnviti depmamum /Jropunea XapakTepuszyercs NOJIUMOPGHON 3ynsien
CBIIIbIO, TUIOTHBIMH, HANpSOKEHHBIMUA CIPYNIUPOBAaHHBIMU Iy3bIPAIMH Ha OTEYHOM
TUIIEPEMUPOBAHHOM OCHOBAaHUM, ObICTPOM smUTENM3alMell 3po3uid, OTCYTCTBUEM CHUMIITOMA
Hukonbckoro W aKaHTOJIMTUYECKUX KJIETOK B Ma3Ke-OTIEeYaTKe CO JHa JPO3HH,
NOJPIUACPMAIBHBIM  PACIOJIOKEHUEM Iy3bIpeli, OTJIO)KEHHEM HMMYHOITIOOYJIMHOB A B
00J1aCTH COCOYKOB JI€PMBbI, BBICOKUM COJIEpKAHHEM 303MHO(UIOB B ITy3bIPHOW >KHJIKOCTH
U/Win iepugepudeckoil KpoBH.

[Ipu xponuueckoii dobpoxauecmeennoli cemeunou nysvipyamre I yaxcepo-Xeunu-
XeunuOoTIIMYNTENbHBIMU ~ IPU3HAKaMU  SBISIFOTCSL  CEMEMHBIM  XapakTep  IOpakeHus,
N00OpOKaueCTBEHHOE TEUYeHHe, YXYIIIEHHE KOXKHOTO Ipolecca B JIETHEE BpeMs Troja,
JIOKaJHM3alMsg 04aroB IMopakeHus (OOKOBas MOBEPXHOCTHb INEH, MOAMBIIICYHbIEC, MaXOBbIE
CKJIaJIK{, 00J1acTh IyIKa), HATMYME Malepalii KoK ¢ 00pa30BaHUEM M3BUIIMCTBIX TPELIMH
MO0 THUITy «MO3TOBBIX W3BWJIMH», MaTOTHOMOHMYHBIX JJisi 3TOro 3abosieBaHusa. CUMITOM

HuKOIBECKOTO IOJIOKUTENCH HE BCCTZa U TOJIBKO B Oo4darax IOpa>KCHH. AKaHTOIUTHYECKHE
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KJIETKH OOHapyXMBalOT, HO 0€3 MPHU3HAKOB JEeTreHepaly, OTI0XKEHHE UMMYHOTJIO0YINHOB
HEXapakTepHo. 3aboyieBaHUE TMPOTEKAaeT C TMEpPHOAAMU PEMUCCHM U 000CTpeHus
MPEUMYIIECTBEHHO B JIETHEE BpeMs rojia. BrIChINaHus yacTo perpeccupyroT Npu Ha3HaAu€HUU
TOJIBKO HApy>KHOH Tepanuu (0e3 MNPUMEHEHHs JIEKAPCTBEHHBIX CPEICTB CHCTEMHOTO
JICUCTBUSA).

Pyobyyrowuii nemguecouo oTiMyaeTcs OT My3bIPUATKA OTCYTCTBUEM aKAHTOIUTHYECKUX
KJIETOK, OTPHIATEIBHBIM CUMOTOMOM HUKOJIBCKOTO, pa3BUTHEM pyOIIOBBIX M3MEHEHHH Ha
CIIM3UCTON OO0OJIOUKE PTa, KOXKE U KOHBIOHKTHBE, MOIDMHIECPMAIIbHBIM PaCIOJI0KEHUEM
my3blpeii, a TakXe OTCYTCTBHEM IMpuU HMMyHoMopdororuueckom wuccienoanuu 1gG B
MEKKIJIETOYHOM CyOCTaHIIUU SMUACPMHUCA.

Juckouonyro Kpachyio 6014aHKyOTIMYAET XapakTepHas TpUaja CUMITOMOB B BHUJIE
SPUTEMBI, TUIIEPKEPaTo3a U aTpoun. AKAaHTOIUTUYECKUE KIETKU U BHYTPHUAIHIEPMATIbHbIC
My3bIpU HE BBIABIAIOT. CuMnToM HUKOJIBCKOTO — OTPUIIATENBHBIH.

[Ipu cebopeiinom Oepmamume OTCYTCTBYIOT AaKaHTOJIU3, TOPAXKECHHE CIU3UCTHIX
000JI0YEK, THCTOJIOTUYECKHE M HMMYHO(DIIOOpPECIEHTHBIE MPHU3HAKH, XapaKTEepPHBIC IS
My3BIPYATKH.

Cunopom Jlatienna(HeKpOIU3 MUIECPMATBHBIA TOKCHUECKHI) — OCTpoe 3aboseBaHue,
COTIPOBOXAAIOIIEECS TUXOPATKON, MOTUMOP(PHU3MOM BBICHIIIAHUHN, KpallHE TSHKEIIBIM OOIIMM
COCTOSIHHEM W OOBIYHO CBSI3aHHOE C TPUEMOM JICKApCTBEHHBIX CpEICTB. 3abojieBaHME
XapaKkTepu3yeTcs OTCIONKOM snuaepMuca ¢ 00pa3oBaHUEM OOLIMPHBIX 00JIE3HEHHBIX IPO3Uil.
CumnToM HHKOIBCKOTO — pe3KO TMOJOXKHUTENbHbIM. BO3MOXHO mOpaXeHHe CIU3UCTHIX
000J104€K.

[Ipu mHocohopmHoll SKCcCyOamuenotl spumeme HaPALY C ATHAMH U TAIYJIaMHA MOTYT
BO3HHUKaTh Iy3BbIPbKH, My3bIpH, BOJAABIpU. Ha cim3ucThix 0005104Kax 00pa3yroTcs IMy3bIpH,
KOTOpPbIE BCKPBIBAIOTCS ¢ 00pa3oBaHHeM Oosie3HeHHBIX 3po3uil. [To nepudepun nareH u/mmm
OTEYHBIX TMaIysl 00pa3yercsi OTEYHBId BalMK, a IEHTP DJEMEHTAa, NOCTENICHHO 3arajias,
NpUOOpEeTaeT IMAHOTUYHBIN OTTEHOK (CUMITOM «MMILIEHUY, WIH «PaTy’KHON 000JI0YKN», UITU
«Obrabero raa3ay). CyObeKTUBHO BBICHIIIAHUS COTIPOBOXKAAIOTCS 3yA0M. BhIChHITIaHUS CKIIOHHBI
K CIIMSIHUIO ¢ 00pa30BaHUEM T'MPIISHI U IyT. BeIckinanus nossistoTes B Teuenue 10—15 queit
¥ MOT'YT COTIPOBOXKIAThCS YXyANICHHEM OOIIET0 COCTOSTHUS: HEZIOMOTaHHEM, TOJIOBHOH 0OJIBIO,
MOBBIIEHUEM TEMIIEPATyphl. 3aTEM B T€UEHUE 2—3 HEJEIb OHU MOCTENEHHO PErPECCUPYIOT, HE
OCTaBJIsAsl PyOILIOB; HA UX MECTE MOKET HaOJIt0JaTbCs MUTMEHTALIUS.

Xponuueckas 6ecemupyrowas NUoOEpMUATIOMHUMO TPU3HAKOB, HAMOMHMHAOLINX

BETETUPYIONIYIO IYy3BIPYATKy, MMEET CHUMITOMBI TJIYyOOKOW MHOJEPMHUU: DPO3HH, S3BHI,
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riryookue ¢ommkyuTel. CumMnToM HUKOIBCKOTO — OTPHUIATENbHBIN, a MapakIuHUYECKHE
NPU3HAKU MY3bIPYaTKH OTCYTCTBYIOT.

bonesno  Cnedoowna-Yunxuncona  (cyOKopHeanvHvili  NYCMYNE3HbI — 0epMaAmos)
XapaKTepU3yeTCsl pa3BUTHEM MOBEPXHOCTHBIX MYCTYI-QuUKTeH nuameTpom ao 1,0-1,5 cm ¢
Jpsi0JION TOKPBIMIKOM, pAaCIONOKEHHBIX HAa THIIEPEMHUPOBAaHHOM (DoHE, Clerka OTEYHOM
OCHOBAHMH, CKJIOHHBIX K TPYNIHMPOBKE U TepreTr(OpMHOMY pacmoiiokeHuto. Benencrteue
CJIMSIHUS DJIEMEHTOB 00pa3yroTcs (pecTOHYaThle OYaru MopakeHus, Mo nepupeprun KOTOPhIX
BO3HUKAIOT CBEXKHE JIEMEHTHI, a B IICHTPAIbHON YaCTH O4ara BbICHIIIaHUS HAXOATCS B CTaIUU
pazpemienusi. [latonoruyeckuit nmpoiecc JToKanu3yercs OoNblIel YacThbl0 Ha KOXKE B 00J1aCTH
KUBOTA U KOHEYHOCTEH (crudaTenbHble TOBEPXHOCTH), B 00JACTH MOAMBIIICYHBIX BIAIUH U
0]l MOJIOUHBIMH Kene3aMu. 13 cyOBbeKTHUBHBIX OLIYIIEHWH B PEAKUX CIy4asX OTMEYaeTcs
nerkuii 3yn. OOmiee cocTosHHe OOJBHBIX OOBIYHO YIOBJIETBOPHUTENBHOE. 3abolieBaHUE
MpOTEKaeT MPHUCTYNOOOpa3HO €  HEMOJHBIMH  peMuccusiMu. Llupkynupyrommue u
¢ukcupoBanHble |JA B MEXKIETOUHBIX IPOCTPAHCTBAX MHOTOCJIOHHOIO JSMMUTEIUS HE

BBIABIIAIOTCA.

B psine cnydaeB HEOOXOAMMO MPOBOANTH AU(PPEPCHIMATHHYIO IUATHOCTUKY MEKITY

pa3iauuHbIME popMaMu Mmy3bIpyaTky (Tabnuma 1).

Tabuuna 1.
Byabrapuas Cebopeiinasi JIucroBuaHas Bererupyromasn
IIpusnaku
Nny3bIpYaATKa Nny3bIpYATKA Nny3bIpYaTKa Nny3bIpYaTKa
ITopaxkarorcs ITopaxarorcs B | [lopaxxenne  koxu | Ilopaxkarorcs
IIPEUMYIIECTBEHHO | OCHOBHOM KOXa | Jame HOCHUT | CIIU3UCTBIE  OOOJIOUKH,
CIIM3UCTBIE JUIa,  BOJOCHUCTOM | F€eHEpaJNM30BaHHBIA | yalle IOJIOCTH  pTa,
000J104KH, qaue | 4acTu TOJIOBBI, | XapakTep. KpyHHbIE CKJIAJIKU
Knunndec | mojoctu pra; Koka | rpyau, cnussl, | CausucTele KOXH, MecCTa Iepexona
KHE TOJIOBBI, TYJIOBUIIA. | MOXET HOPaXaThCsl | 000IOUKH HE | KOKM B  CIM3UCTBIE
nposiBlieHH | Bsnble, HecTolikue | cau3ucTtas o0o0JI0UKa | MOPaKaroTCs. 000JI0UKH.
A IIy3bIpU IIOJIOCTH pra. | [loBepxHOCTHBIE Bansre, HECTOMKHE
JOKaJIN3YylTCad  Ha | Beichimanus y3bIpU IIy3bIpU  JIOKAJIU3YIOTCS
BUJUMO pacrnojararoTcs  Ha | JJOKaJIM3yIOTCSl ~ Ha | Ha BUJMMO
HEU3MEHEHHOU APUTEMATO3HOM 3PUTEMATO3HOM HEU3MEHEHHON KOXe H
KOX€ M CIHM3UCTHIX, | POHE, MOKPBITHI | POHE, CKIOHHBI K | CIM3UCTBIX, JJIUTEIBHO
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JUIUTEIBHO
CYILECTBYIOILME
3pO3UH oJ{
KOpKamy,
TUIEPIIUTMEHTHPOB
aH-HBIC IATHA

KOpHUYHEBOI'0 IBETa

Yelrynkamu "
IJIACTUHYATBIMU
KOpKaMmy, IpH
CHATUU KOTOPBIX
oOHaxaroTCst
[IOBEPXHOCTHBIE

BJIQXKHBIC JPO3HH.

nepudepruuecKoMy
pocty. OtnenbpHbIE
Iy3bIpU  TOKPBITHI
CJIOMCTBIMHU
YelIyHKO-KOpKamy,
MIPU CHATUU KOTOPBIX

oOHaXKkaroTCsA 9pO3UH.

CYIIECTBYIOIUE 3PO3UU
C OenecoBatoit
(MariepupoBaHHOM )
BEreTUPYIONICH
MOBEPXHOCTHIO,
CIIBAOIIIHAECS

MEXITY

coboii. [lo mepudepun

Ha MecTax OYaroB-OTCEBHI B BHJIE
AMUTEIN3UPOBABIIN MyCTYJL.
XCs 3PO3Hil.
Cumnrom
Hukoneck | + ++ +++ +
oro
Hurosorn AKaHTOJIUTUYECKHE | AKaHTOJIHTHYECKUE
YECKOe AKaQHTOIUTUYECKUE | KIETKU KJIETKU AKaHTOJIUTHYECKHE
UCCIIEJIOBA | KJIETKHU 00Hapy>KUBaIOT OOHapy»XUBAIOT  HE | KIETKH, 203UHODUIIBI
HUE peako BCerja
WNuTpasnuaepmanby
WuTpasnuaepmans-
bIif, cyOKOpHeab-
HuTpasnuaepManbH HBIH, cynpaba3anbHbIii
HBIN AKaHTOIU3,
bIl, WNHTpasnuaepMaibH AKaHTOJIN3 c
TIPUBOISTIUI K
cynpaba3albHbIN BIi, o0pa3zoBaHHEM
00pa3oBaHUIO
['ucronoru | akaHTONMU3 C | cyOKOpHeanbHBI HIEJIEBUAHBIX MOJOCTEM,
HIETIEBUIHBIX
yeckas o0Opa3oBaHUEM AKaHTOIIN3, BBICTJIAHHBIX
noJIOCTEN noj
JTUArHOCTH | HIEJIEBUIHBIX BOCIIAJTUTEIbHAS AKaHTOJIUTHYECKUMU
pPOTOBBIM CJIOEM Ha
Ka MOJIOCTEH, UHpUIbTpaIUs KJIETKaMH,
YPOBHE 3E€pPHUCTOTO
BBICTJIAaHHBIX COCOYKOBOI'O  CIIOSI MICEBJIOATIUTENOMATO3
CI10s1. Cnabbrit
AKaHTOJIUTUYECKUM | IEPMBL. Hast TUMepIiasus,
BOCTIAJTUTENIbHBII
Y KJIETKaMH. MHOTOYHUCIICHHBIC
uHUIBTPAT B
503UHO(]UITBL.
JepMe.
Otnoxenne |IgG wu | Otnoxenune 1gG u | Otnoxenune 19gG u | Otnoxenue 1gG u C3
C3 kommnoHenra | C3 kommnoHeHTa | C3 KOMIIOHEHTA | KOMIIOHEHTA
[Ipsimas
KOMIUIEMEHTa  Ha | KOMIUIEMEHTa B | KOMIUIEMEHTA B | KOMIIJIEMEHTA Ha
PUD
YpOBHE MEXKJIETOUHBIX MEKKIJIETOTHBIX YPOBHE MEXKJIECTOUHBIX
MEKKJIETOYHBIX MPOCTPAHCTBAX. MPOCTPAHCTBAX. CcBs3el KJIETOK
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CBs3eit KJICTOK HIMIIOBaTOIro CJI0s
HIMII0BaTOro CJI0s Snuacpmuca.
SHuacpMuca.

TakTHka JedyeHHus HA aMﬁyJ’IaTOPHOM YpPOBHE!

https://www.niams.nih.gov/health-topics/pemphigus/diagnosis-treatment-and-steps-to-take

[lpu yny4miennn OOIIETO CaMOYYBCTBUS, MPEKPANICHUU TOSBICHHUS CBEXKUX
OyJUJIe3HBIX BBICHIIAHWW, TIOJHOW WM IOYTH TOJHOW (2/3) snuTenu3amun
9PO3UBHBIX Je(EKTOB OOJIbHBIE My3bIPYATKOW MEPEBOASTCS Ha aMmOylIaTopHOE
nedenue. [locie BBIMUCKU W3 CTAIMOHApPA TaKWe OOJIbHBIC JOJDKHBI IOCTOSHHO
HaXOJMTBCS TOJA HAOJIOJECHUEM Bpava-IepPMATOBEHEPOJOra M  CMEXHbBIX

CIICIHAJINCTOB.

HeMennkaMeHTO3HOE JedeHHE:

AJIEMEHTHI 37I0pOBOT0 00pa3za >KU3HU, MPABWJIBHOTO MUTAHUS, JIBUTATEIbLHON
AKTUBHOCTH, PEKUM JHS U cHa, nuera (ctoy NelS): uckitoueHHe U3 MHUTAHUS
TBEPJBIX TPOAYKTOB M TMPOAYKTOB, Ppa3Apa)aroldX CIU3UCTYI0 000JI0UYKY

IMOJIOCTH pTa.

Juera. Pekomenayrotcs yactoie U JpoOHble pueMbl nuiy [40]. Ilpu nopaxenun
HOJIOCTH pTa B PaIOH OOJILHOTO BKJIIOYAIOT CYMBI-MIOPE, a TAKXKE CIM3UCTHIE
Kalld C LEJIbI0 HEAOMYIIEHUs IOJHOrO0 OTKa3a OT nuiu. Jluera noikHa
IpeycCMaTpuBaTh OTPaHUYECHHE IOBAPEHHOW COJIM, YIJIEBOJAOB M IPU 3TOM

COACPIKATH OCJIKM ¥ BUTAMMHBI.

HEOOXOMMO O3HAKOMHTH TAIMEHTA/4ICHOB €ro CeMbH C OCHOBHBIMH
OTHOJIOTHYCCKMMU HW MATOICHCTUYCCKUMHU TPCACTABJICHUAMU IIY3BIPYATKH,
BO3MOXXHBIMHU (hopMaMu 3a00JieBaHUs, BapHaHTaMU JICYEHUs U BBIOOpOM 00paza
KHU3HHM;, JETalbHO NPOMH(POPMUPOBATH O TMpaBHIaX YXoAa 3a KOXed, o
HEOOXOIMMOCTH MPUBEPKEHHOCTH Tepanuu. [larmentaM ¢ my3bIpyaTKOH MOXKET
HOTpe6OBaTBC$I IICUXOJOTNUYCCKasa MOAACPKKA, 4TOOBI IOMOYb UM CIIPABUTHECA C

3a00J1€BaHUEM WM C IIOCIEICTBAAMH €ro JieueHus, ocooenno 'KC.
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Yxox 3a KoKell BBICOKOKaYECTBEHHBIN YXOJ 3a KOXKEH y IALMEHTOB C ITy3bIPYaTKOU
uMeeT BakHoe 3HaueHue. [lanuentam ¢ oOMIMPHBIMU TOPAXKEHUSAMHI KOXKH MOKHO TaKXkKe
UCIIOJIb30BaTh BaHHBI, COJCpXKAIME aAHTHUCENTHKH. PekoMeHayeTcsi NpUKpbIBAaTh
OPO3UBHBIC IOPAKECHUSI MAJIOAAIC3UBHBIMA PAaHEBBIMU IOBSI3KAMH WJIA MECTHBIMU
CMATYAIOLIMMU CPEICTBAMHU, a TAKXKE KOMIIPECCAMMU.

IKCTPAKOPNOPAIbHbIE IPOLEAYPHI:

VY manuweHToB ¢ TshKenoi/pedpakTepHOn
my3plpyaTkoii (B JOMOJIHEHHWE K
puTyKcuMaly, WM eCJI HeT OTBETa Ha
JeUeHHEe  pUTyKcMMaOoM, WM B
JIOTIOJTHEHHE K HMMMYHOJICIIPECCAHTY,

€CJIn HET BO3MO>XHOCTHU JCYUTDH

NmmyHoaacopOIust MalMEeHTa PUTYKCHMAOOM).

(MUHEMYM 2 1IMKIa B [IpoTtuBonoka3anus BKJIIOYAIOT
DKCTpakopropaibHas va

Teuenue 3—4 nHei TSOKENBIE ~ CHUCTEMHBbIE  WH(EKINH,
dboToxumHoTEpanus -C)

MOJIPSJ] C UHTEPBAJIOM TSKEIbIE CEpJCUYHO-COCYAUCThIE

B 4 Henenn). 3a0oJieBaHus, MOBBILICHHYO

YyBCTBUTEIBHOCTh K  KOMIIOHEHTaM
UMMYHO3ICOPOLIMOHHOM KOJIOHKH,
JIeYeHue MHTHOUTOpaMu
AHTUOTEH3UHITPEBPALIAFOIIETO

dbepmenTa u OOIITMPHBIIA

reMoppaqueCKI/Iﬁ JANaTc3.

nim

He PEKOMEHAYCTCA IJIA MPUMCHCHHS B

PYTHHHOM MPaKTHUKE; MOXET

YA

[Tnazmadepes [To nokazanusam HCIIOJIb30BaThCS B TSHKEJBIX
-0)

PE3UCTCHTHBIX ClIydasdaX B KOM6I/IHaI_[I/II/I C

I'KC 1 ummyHOz€ETIpECCAaHTaMHU.

1 pa3 B genp , 10-15|(Y|Yckopstorcs 0OMEHHBIC u
HWJIN
JTHEeH - C) |perenepaTuBHbIE TPOIECCHI, 3a CYET

24



4ero ObICTpee 3a)KUBAIOT SPO3HHU, PAHBI U

IIPOYUE TPABMBI.

[IpoTuBOBOCTIANIUTEILHOE NEHCTBHUE;
O6e30ommBaronuii  3ddexr, 3a cuer
1 pas B aens , 10-15|(YI ﬁmmequﬁ U HEPBHOW pellaKkcaluu;
O30HOTepanys BEJIMYEHUE KOJIMYECTBA MOYEBHUHBI U
THER - C) |oOmero konuuecTtBa OENKOB B KPOBH;
NMMmyHOMOAYIMpYHOILIEe JAeCTBUE 3a
cuer aKTUBU3ALMH po-
AHTUOKCHUJIAHTHBIX CUCTEM OpraHu3Ma.

MeankaMeHTO3HOe JieUueHHue:

[IpuHnunuaneHO BHIOOP TEPaNEeBTHUECKOM CTPATETUH Iy3bIpYaTKU JOJIKEH

OCHOBBIBATHCA HA aHAIN3C NBYX OCHOBHBIX KPUTCPUCB:

® CTETNECHH TSHXKECTH KOKHOTO MpoIlecca;
A e XapakTepa €ro TEYEHHs, OJHAKO, Ha3HAuUEHUE aJIeKBaTHOM Tepanuu JOHKHO
OCYIIECTBIATHCS C YYETOM I0ja, BO3pacTa, COMYTCTBYIOIIMX 3a00JeBaHUIA,

3¢ (HEKTHBHOCTH MPEIICCTBYIONINX METOJIOB JICUCHHS, OCIIOKHCHH.

Ocnoenvle mepanegmuueckue no0OXo0wl:

e  Mecmnas mepanus: UCHOIb3YETCS MPHU JTHOOBIX (HOpMAax IMy3bIPUYATKU.
Bo3morxkHa MOHOTEpanusi.
o  Cucmemnas mepanus: NCHOIb3YETCSI UCKIIOUYUTENBHO MPU YMEPEHHOM
U TsDKENoU (popmax my3bIpUYaTKH.
A e [Ipu omenke >h(PEeKTUBHOCTH Tepanuu HEOOXOIUMO YUYHUTHIBATH, UTO
ecnu depe3 12 Hemenp TOCHe Hayaida JIeYEHUsT HE HAOIIOAAIOCh
CHIDKeHUs ToBpexaeHnid Ha 50% b0 He ObUIO yIydIlleHuH KauyecTBa

JKHN3HHU HCO6XOI[I/IMO MMOMCHATH TCpAIIULO.
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MecTHast Tepanus

https://www.niams.nih.gov/health-topics/pemphigus/diagnosis-treatment-and-steps-to-take

PexomMeHna0BaHO [Jis1 JieYeHHUs TIY3BIPYATKH CPEIHE-TSDKEIONW M THKENoH (opM Ha3HaUCHHE
AHTHCENITHYECKUE CPENICTBA ISl HAPY>KHOTO MPAMEHEHHSI.

e MetmieHoBbll cuaui, 1-3% - Hapy)HO, 00pa0daTHIBAIOT OYaru MOpakeHus 2—3
pasa B ICHb

£ e Kamus nepmanranar, 0,01-0,1% - HapyxHo, 00pabaThIBatOT 04aru nmopakeHus 2—
2
3 pasa B JiIcHb
e Xnoprekcuaut, 0,5% wu 1% - Hapy>kHO, 00pabaThIBalOT OYaru nopakeHus 2—3
pasza B JIcHb
e PexoMeHI0BAHO /JIs JIeYEHHUSsI TTy3bIPYATKH CPEAHE-TIKEIION U TsDKEIol hopM
HazHayeHne TT'KC M-IV (cpenHsisi akTUBHOCTB)
C e Mowmetazona dypoat: 0,1%- HapykHO 1-2 pasza B cyTKH
2 o  @uyonunosnona aneronus 0,025%- mapyxHo 1-2 pa3a B cyTku
e beramerasona Banepat: 0,1%- HapyxxHo 1-2 pa3za B CyTku
e PexoMeH10BaHO /AJis JIeUeHUsI MTy3bIPYATKH CPEAHE-TSKENION U TsKenIol popMm
HazHayeHre KoMOMHNPOBaHHBIX MPENapaToB.
C e beramerazona nunponuoHart (1mMr) + reatamuiiHa cyibdar (1 Mr) + koTpuMason
2

(10 mr) - Hapy>xHO 1-2 pa3a B CyTKH

e beramerason (1 mr) + rearamunus (1 mMr) - HapyxHO 1-2 pasa B cyTKu

CucremHuas Tepanus

https://emedicine.medscape.com/article/1064187-treatment?form=fpf

https://www.niams.nih.gov/health-topics/pemphigus/diagnosis-treatment-and-steps-to-take

A
1

Pexomenayercst a7 TeueHus TIArOKOKOpTUKOCcTeporabie mpenapatsl (I'KC)
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[lepopanbHblii  MPEIHU30JOH  SBISIETCS  TUINUYHBIM  CIIOCOOOM  BBEIEHUS
TTIIOKOKOPTUKOUIOB TPH ITy3bIpYyaTke. Y OOJNBIIMHCTBA MAIlMEHTOB CUCTEMHAsl TEparus
TIIIOKOKOPTUKOUAMH TIPUBOJUT K TPEKPAIICHUIO 00pa30BaHUs BOJABIPEH B TEUCHHE

ABYX-TPEX HCACIIb U IMIOJIHOMY KOHTPOIIIO 3a00JIeBaHNs B TEUECHHUE IIIECTH-BOCEMU HEACIb.

HavanpHast mo3a mpeaHU30JI0HA WK MPEIHU30JI0HA 00BIYHO cocTamisier ot 0,5 mo 1,5

MI/KT B JIEHD:

eJlerkas opma my3eipuatku — oT 0,5 10 1 MI/KT B JIeHB.

e YMepeHHas U Tsokenast GopMbl My3bIpyaTk — OT 1 10 1,5 MI/KT B 1€Hb.

KommenTapun: CucremMHble TIIIOKOKOPTMKOMIBI W aIbIOBAHTHAs] HMMYHOCYNPECCHUBHAs
Tepanus. JledeHne  CHUCTEMHBIMM  TUIIOKOKOPTMKOMJAMU M aJbIOBAHTHBIMU
UMMYHOMO/YJIUPYIOLIMMU CPEACTBAMU SIBJISETCS aJIbTEPHATUBON Tepanuu PpUTyKCUMaOOM U
CHUCTEMHBIMHU IIIIOKOKOpTUKOMAAMHU. CHCTEMHYIO TEpamuio TIIIIOKOKOPTUKOMJAMHU OOBIYHO
HAUMHAIOT HEMENJICHHO. AJIbIOBAHTHBIE TPAJUIMOHHbIE HMMYHOJENPECCAHThl (OOBIYHO
MUKO(eHosIaTa MOGETHII WM a3aTHONPHH) OOBIYHO HA3HAYAIOT OJHOBPEMEHHO WJIM BCKOpE

IIOCJIC HavYaJia TCPaIlluH I''TFOKOKOPTUKOUIAMU.

CucreMHbBIE TJIIFIOKOKOPTUKOHUABI

Beenenue. IlepopanbHblii NpeAHHU30IOH SBISETCS TUIMYHBIM  CIIOCOOOM  BBEJICHMS
[JIIOKOKOPTUKOUIOB TpH IMy3blpuyaTke. Y OOJBIIMHCTBA MAllUEHTOB CHUCTEMHAas Tepamus
[JIIOKOKOPTUKOUAMU TPUBOANUT K MPEKPALIEHUI0 00pa30BaHUS BOJJIBIPEN B TEUEHUE IBYX-

TPEX HECACJb U ITOJITHOMY KOHTPOJIRO 3a00JIeBaHUs B TCUCHHUE IIICCTU-BOCHMHU HCACIIb.

Hauanpnas qo3a nmpenau3osiona o0br4Ho coctanisieT ot 0,5 1o 1,5 MI/kr B 1eHb:

eJlerkas gopma my3bipyatku — ot 0,5 10 1 MI/KT B J1eHb.

e YMepeHHas u Tsbkenast GopMbl My3bIpyaTku — oT 1 10 1,5 MI/KT B I€Hb.

KnuHnueckne XapakTEpUCTUKH, MOATBEPXKAAIOIINE JIETKYIO Iy3bIpUaTKy, BKJIHOYAIOT
nopaxkeHue <S5 MpOLEHTOB OOIIeH IUIOIAAM MOBEPXHOCTH Tela, OTCYTCTBUE MOPAXKEHUN
MOJIOCTH PTa WM OIPaHUYEHHbIE MOPAKEHUS IMOJIOCTH PTa, KOTOPbIE HE YXYALIAIOT NMPUEM
OUINM W He TpeOyloT NPUMEHEHHs aHaIbreTUKOB. KIMHHUYECKHEe XapaKTepUCTUKH,

MOATBCPKAAOMIUC ITY3BIPYATKY CpCIIHCfI U TsDKENnoi CTCIICHHU, BKJIHOYArOT BOBJICUCHUC
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MHOXECTBEHHBIX YYaCTKOB CIHM3UCTOH OOOJOYKH, TSDKENble MOPaKEHHs MOJOCTH pTa WIH
mucdasuio ¢ morepedl Beca, 3HAYUTEIbHYIO OOJb WIM TMOpaXEHHE >S5 MPOLEHTOB OOuIeH

Ijiomanau IMoBEPXHOCTHU TEJIA.

[ToGounsie 3¢p¢exter. [loGounble 3¢ ¢exTh, Takue KaKk TUIEPTOHUS, THIIEPIUIHIECMUS,
caxapHbIii 11abeT, 0CTEONOPO3, MOBBIIICHHAS BOCTIPUUMYUBOCTD K HH(PEKIHMIM, JKEITy109HO-
KUIICYHBIE 3Bl M AaCENTUYECKUI HEKpPO3 KOCTEH, MOTYT BbI3BIBaTh 3HAYUTEIHHYIO
3a00JIeBa€MOCTh M CMEPTHOCTH CPEIH MAIMEHTOB, MOJYYaOUNX JIUTEIBHYI0 CHCTEMHYIO
TEPAINUIO TIIOKOKOPTUKOUIAMH. Upe3BbIYaifHO Ba)KHO YacTOe HAOIOJCHUE 3a MAllUeHTaMU U
NPOBE/ICHUE COOTBETCTBYIOIUX MPO(UIAKTUYECKUX U TEPANEBTHUECKUX MEP B OTHOLICHHUU

MOOOYHBIX 3(1)(1)CKTOB, CBA3AHHBIX C INTIOKOKOPTUKOUJIAMU.

Ha mepBom sTamne mpoBoauTCs Tepanusi MakcuMallbHbIMH go3amu cuctemubix ['KC (80-100
MT B CYTKH, HO HE ME€Hee | MTI Ha Kr Macchl Tesa 00JbHOT0) B TeUeHHE 3 HeNelnb, pexe — 4 u
6onee Henenb. [lpu TsKEIOM cOCTOSSHUM 0OJIBHOTO Ha3HauyaroT U 6osee Bbicokue 10361 ['KC —
70 200 mr B cyTkH U Bbliie. CyTOUHYIO 03y MpenapaTta IpUHUMAOT CTPOTro B yTPEHHHE Yachl
(mo 11.00). ITpu 3Tom nipuem Beicokux 103 ['KC MokHO ocymiecTBIsATh B ABa dTamna B 7.00—8.00
u 10.00-11.00, HO 00s3aTENBHO TIOCIIE KAXKIAO0T0 NpreMa nuiin. [lepopanbHblil mpueM BEICOKUX
103 I'KC MOXHO 4acTUYHO 3aMEHUTh €ro MapeHTepalbHbIM BBEJACHUEM WJIU BBEIECHUEM

MPOJOHTHUPOBAHHBIX opM mpenapara (He yaime 1 paza B 7-10 gueii).

Kputepun  omeHku  MOJOXKUTENbHOTO  3Pdexkra  OoT  JEeYeHUS  CHUCTEMHBIMHU
[JIIOKOKOPTUKOCTEPOUAaMU ayTOMMMYHHOM MY3bIPYaTKH: OTCYTCTBHE CBEXKUX OyIIE3HBIX
BBICBINIAHUH; dSnUTEeNM3anus 2/3 ouyaroB TMOpaXeHUH ¢ TPOJODKEHHEM aKTUBHOU
AMUTENU3ALNEN COXPAHSIOMIMUXCS IPO3UBHBIX J1€(EKTOB, B YACTHOCTH PACIOJIAraloIIMXCs Ha
CIM3UCTOM 000JIOUKE MOJOCTH pTa; OTpULATENbHBbIM (peHomeH Hukonbckoro; oTcyTcTBHe

AKaHTOJIMTHYCCKHX KJICTOK.

BTopoii aTan Tepanuu pasaeneH Ha 7 cTyneHeH CHIDKEHHS 703kl ¢ 65 Mr 10 20 MT B CYyTKH U
COOTBETCTBYET CpPEIHUM J103aM CHCTEMHBIX TJIOKOKOPTHKOCTEPOUIHBIX IpENapaToB IMpU
ITy3bIpYaTKE. [IpoomKUTENBHOCTD JTana COCTaBJISIET 9 HEZEIb.
[TepBonauansHoe cHkeHue 10361 'KC Bo3MoxkHO Ha 1/4—1/3 oT MakcuMallbHOM J103BI TTOCTIE
JOCTHKEHHUSI OTYETJIMBOIO TEepaneBTUYECKOro 3¢¢ekra (mpeKkpalieHnue MOSBICHUS HOBBIX
my3blpeli, akTUBHAs dMUTeNn3anus 3po3uit). He pekoMeHayloT CHMXKATh 03y NMPU HAIUYUU
AKTUBHOW WHCOJISILIMU, OCTPHIX MH(EKIMOHHBIX 3a00JieBaHUM U 0OOCTPEHMH XPOHHYECKHX
3a00JIeBaHU.

Ha tpetrem atane no3a cucremuasix ' KC cHmkaercs, HaunHas ¢ 20 Mr B CyTKH (Tabmura 2)
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https://www.niams.nih.gov/health-topics/pemphigus/diagnosis-treatment-and-steps-to-

take

Taoauna 2.
Cxema CHHKeHHMSI J03bl CHCTEMHBIX TJIIOKOKOPTHKOCTEPOUIHBIX IMpPenapaTroB

(npeunnrsonona), HauuHaA ¢ 4 Ta0JeTOK 10 JHAM HEICJ/IH.

[T Bt Cp Yr It Co Bc
Henens 1 4 4 4 4 4 4 4
Hemens 2 | 3,75 4 4 4 4 4 4
Henmens 3 | 3,75 4 4 3,75 4 4 4
Henens 4 | 3,75 4 4 3,75 4 3,75 4
Henmens 5 | 3,75 4 3,75 3,75 4 3,75 4
Henmens 6 | 3,75 4 3,75 3,75 4 3,75 3,75
Henmens 7 | 3,75 4 3,75 3,75 3,75 3,75 3,75
Henensa 8 | 3,75 3,75 3,75 3,75 3,75 3,75 3,75

Taxum 00pa3om, B TeUeHHE 8 HEAETh OTMEHSETCS ¥4 Ta0JICTKU NMPETHNU30JIOHA, B TCUCHHE
128 Henmenb pocturaeTcs mojaepkuBaromas goza 6,25-3,75 mr B cytku. Takas cxema
MO3BOJISIET M30eXaTh penuauBa 3a00JieBaHWS B TEPHUOJ CHIDKCHHS JI03bI IIperapara.
[IpenensHO nomMycTUMas MUHUMAJIbHAS [TOJIIEP KUBAIOLIAst 1032 MOXKET BapbUPOBATh OT 2,5 110
30 mr B cyTku. VlHOrAa mpH TsDKENIOM TEYEHUHU My3bIPYaTKH IMOAJEPKHUBAIONIYIO /103y HE
ynaercs cHu3UTh Hmke 40-50 mr B cyTku. J[IMTENbHOCTH JI€UEHUS ONpPEeAeNsioT
WHIMBUIYAIbHO, KakK npaBwmio, Tepanus [ KC nmpoBoauTcs MOXKU3HEHHO, W JIUIIb B PEIKUX

ciny4dasx ot npumeHeHus ' KC ynaercs orkazaTscs.

2). https://mzdrav.rk.gov.ru/file/Piodermii_05052014 Klinicheskie rekomendacii.pdf

https://www.aad.org/public/diseases/a-z/pemphigus-
treatment#:~:text=Corticosteroid%3A%201f%20you%20have%20mild,clear%20the%20bliste

rs%20and%?20sores.

AJbIOBaHTHAas TpaJWLMOHHAs WMMMYHOCYIIPECCHBHAsl Tepanus OcHOBHBIM
000CHOBaHHEM  aJbIOBAHTHOM HMMMYHOCYIIPECCUBHOW  Tepamuu  sBIsieTcs  3PQexT,
cOeperarmuil rIIOKOKOPTUKOUBI, a He MpsAMoi Moauduuupyomuil 3adoneBanue 3¢ HeKT.
AzatmonpuH W MHKO(peHojaTa MO(eTHsn  SABISAIOTCS  OCHOBHBIMH  aJIbIOBAaHTHBIMH
UMMYHOJICTIPECCAHTAMH JUIsI HAa4YaJbHOTO JIEYEHMs ITy3bIpYaTKU. XOTS HMeeTcsl Ooiblie

JIOKa3aTeJIbCTB B TIOJIIEPIKKY TIIFOKOKOPTHKOMI cOeperaromiero 3G dexra azaTruonpuHa, 0osee
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https://www.aad.org/public/diseases/a-z/pemphigus-treatment#:~:text=Corticosteroid%3A%20If%20you%20have%20mild,clear%20the%20blisters%20and%20sores

OnmaronpusTHBIN npoduiab MoOOYHBIX 3((EKTOB W MPOCTOTAa MPUMEHEHHUs MHKO(peHoaTa

Mo(eTua cnocoOCTBYIOT YaCTOMY MCIOJIb30BaHUIO MUKO(eHoIaTa ModeTua.

PexomMeHna0BaHO [Jis1 JIeYeHHUs TIY3BIPYATKH CPEIHE-TSDKEIOW M THKENoH (opM Ha3HaUeHHE

MMMYHOJETIPECCUBHBIX MTPEMapaToB.

[TpumensroT 11t noBkieHus ¢ pexruBHocTH Tepanuu ['KC u yMeHbIIeHHs UX KypCOBOM

JIO3EL.

AzaruonpuH - J[1st B3pocibIX MAIMeHToB U3 pacyera 1-2,5 MI/Kr Macchl Tena B CyTKH

Kommentapuu: [Tpumensiercs s noseimenns 3¢ ¢ekTuBHOCTH Tepanuu cucteMabivu ['KC
U YMEHBLIEHUs MX KypCOBOW J103bl NallME€HTaM; OCOOEHHO y MAI[MEHTOB C IOBBIIIEHHBIM
PUCKOM TsDKENBbIX NOOOYHBIX 3()(PEKTOB KOPTUKOCTEPOUAOB, CBSA3AHHBIX C OXKUAAEMbIM
qutensHbiM puMeHenneM ['KC. Ilpu nerkux ¢opmax my3slpuaTKU MOXKET NMPUMEHSTHCS B
Ka4eCTBE aJbIOBAHTHOTO IIPEIapara IepBOM JIMHUM; IIPH 9TOM 1032 IIPEIHU30JI0HA COCTABIIAET
0,5-1,0 mr/kr/cytku. [Ipu cpenHeTsDKENbIX U TSHKEIbIX pOpMax My3bIpYaTKH PEKOMEH/IOBaH B
Ka4yecTBe aJbIOBAHTHOIO Ipernapara BTOPOM JIMHUM, €CIM PUTYKCHMA® HEJOCTYINEH WU
npoTUBONOKa3aH. Pexkomenayemas Tect - no3a ¢ 50 Mr B JeHb /s BbISBICHUS
UJAMOCUHKPA3WYECKUX peakluil (M B ciyyae HEOOXOJUMOCTU HEMEJIEHHO MPEKpaTUTh), a B

CJIydac OTCYTCTBUA UX YBCIIMYCHUC 1O ’KeIaeMOM T03bl.

[Ty3pipuaTky y B3pOCHBIX € BBICOKOM akTUBHOCThIO TIIMT nedar oOOBIYHBIMU J103aMHU
azaruornpuHa (10 2,5 mr/kr/aens). [lanueHTs co cpeanelt win HU3kon akTuBHOCTHIO TIIMT
JIOJIKHBI TTOJTy4aTh 00Jiee HU3KYIO MOJAepKUBAIOITY0 103y (10 0,5—1,5 Mr/cyT) B 3aBUCHUMOCTH
OT YPOBHSI aKTUBHOCTHU (pepMeHTa, a MalueHTaM ¢ oTcyTcTBUeM akTuBHOCTH TIIMT He cinenyet
Ha3Ha4yaTh a3aTUONPHH.
AIlbIOBaHTHAsI Tepamusi a3aTHONPUHOM TIPU CTEPOUIHOW PE3UCTEHTHOCTH MPOBOIUTCS

KypCaMH.

oCnoco0 mpUMeHEHHs . YPOBEHb AaKTHUBHOCTU TuomypuHmetrunTpancepassl (TIIMT),
dbepMeHTa, y4acTBYIOLIETO B pAacIIEIUICHUH a3aTHONpPUHA O HEaKTUBHBIX METa0OJUTOB,

BJIMACT HA JO3UPOBKY a3aTHUOIIPUHA. Cumwxenune aktupHocTH TIIMT cBSI3aHO ¢ IOBBIICHHEIM
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PUCKOM MHEJIOCYNPECCUU, BbI3BAaHHOM a3aTuonpuHOM. AKTUBHOCTh TIIMT MOKHO OIIEHUTH

IyTeM TECTHPOBAHUS YPOBHS aKTUBHOCTH (pepMEHTA MM T€HOTUITUPOBAHUSI.

*CHuXEeHHE 103bl PEKOMEHIYETCS MalMeHTaM CO CPpeIHEeN Wi HU3KOM akTUBHOCTHIO TIIMT.

Tepanus a3aTHONPUHOM HE PEKOMEHIYETCSl NAlUEHTaM ¢ OTCYTCTBUEM akTuBHOCTH TIIMT.

TunuyHas 703UPOBKA CIIETYIOMIAS:

-Bricokast aktuBHOCTH TIIMT — 10 2,5 MI/KT (MaeanbHas Macca Teia) B CyTKH.

OOBIYHO MBI HAYMHAEM JIEYEHHE C J03bl a3aTUONprHa | MI/KT (H1eanbHasi Macca Tena) B ACHb
. M1 yBenmmuuBaem 03y ¢ marom 0,5 MI/KT 10 TOCTHKEHUS MTOAISPIKUBAIOIIEH TO3BI 2,5 MI/KT
B JICHb B TEUEHHUE IBYX-TPEX HEJEJb, NMPU YCIOBUU, YTO HE OyACT BBISBICHA CEphe3Has

TOKCHUYHOCTD.

-Cpennsisi wnu  Huskas akTuBHOCT, TIIMT — Oosee HU3KME HauyajdbHbBIE O3Bl WU
MOJIEP>KUBAIONIHE 710361 (MoaepkuBatomast 1o3a 1o 0,5-1,5 Mr/kr B 1eHb [naeanbpHas Macca

Tena] B 3aBUCUMOCTH OT YPOBHSI aKTUBHOCTH ()epMEHTA).

*TectupoBanue TIIMT ocoOGeHHO BaXKHO B TpyIax HACEIEHUsI C MOBBIIIEHHBIM PUCKOM
nonumopdmsma TIIMT. Haganmpnast mo3a 50 Mr B A€Hb HpW TIIATEIFHOM MOHUTOPHHIE
no0ouHbIX 3¢ ¢ekToB ObUIa MpeiokeHa, korjna tectupoBanue TIIMT He mpoBoauTcs B
IpyIIax HU3KOro pucka. [Ipu xopoiuei nepeHOCUMOCTH 403y MOYKHO IIOCTEIIEHHO IOBBINIATh

10 2,5 MI/KT B CyTKH.

*[To6ounbie >¢dexTsl . M3-3a pucka MHENOCYNPECCHH 3a MalUeHTaMH, IOJIyYaloUMMU
a3aTHOINPUH, HEOOXOJMM TINATENBbHBIA J1a00OpPaTOPHBIH MOHUTOPHHTI . MBI KOHTPOJIHpYEM
o0l aHaIu3 KPoBH ¢ AU PepeHInanbHbIM aHATU30M, TECTaMU (PYHKIIMH [TOYEK U QYHKIUU
MIEYEHW Ha HCXOJHOM YpOBHE, Ka)KIble JIBE HEIENN B TEUCHHE MEPBBIX TPEX MECSLEB U

NEpUOaANICCKU (Ka)KI[LIe ABa-TpUu MeCHI_Ia) B JaJIbHEHIIIEM.

[TomuMO  MuUeNOCYNpeccHH, MOTEHIHATbHBIMA  MOOOYHBIMU  dPQeKTaMu  Tepanuu
a3aTHONPUHOM SBIISIIOTCS  3JIOKQUECTBEHHbIE HOBOOOPA30BAaHUs, JKEIYAOYHO-KHUIIECUHbIE

paccTpoiicTBa U MH(EKINH .

https://pubmed.nchi.nlm.nih.qov/3819096/

https://jamanetwork.com/journals/jamadermatology/fullarticle/533048
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PexoMeHI0BaHO /JIsl JeYeHUsl Ty3bIPUATKU CpPEIHE-THKEIOW U TsHKeIoH (GopM Ha3HaYeHHUE

MMMYHOJETIPECCUBHBIX MTPENapaToB.

[TpumensroT 11 oBbIeHus 3¢ pexruBHOCcTH Tepanuu ['KC u yMeHbIIEHHS UX KYPCOBOM

JIO3EL.

MuxodeHonoBast KUca0Ta - J{J1st B3pOCIbIX ManueHToB u3 pacueta 1440 mr/cyTku

Kommentapumu: [Tpumensiercs i noseienus 3¢ ¢ektuBHOCTH Tepanuu cucteMubiMu ['KC
U YMEHBILIEHHUS MX KypCOBOW J103bl MAallMEHTaM; OCOOEHHO y MAI[MEHTOB C IOBBIIIEHHBIM
puckoM Tskenblx No0ouyHbIX 3ddexkroB ['KC, cBA3aHHBIX C OKUAAEMBIM JUIUTEIbHBIM
npumeHerneM ['KC. Ilpu nerkux ¢opmax my3bIpYaTKH MOMKET NMPHUMEHATHCS B KauyecTBE
a[lbIOBAHTHOT'O IIpenapara MepBoi JIMHUI; IPU 3TOM J103a Inpeanu3oioHa cocrasiser 0,5-1,0
Mr/Kr/cyTku. [Ipu cpeTHeTsDKeNbIX U TSHKETbIX popMax My3bIpYaTKU pEKOMEHI0BaH B KAUECTBE
aJbIOBAaHTHOIO  IpenapaTa BTOPOM JIMHMH, €CIM PUTyKCUMaO HENOCTyNeH WM

IIPOTUBONOKA3aH.

o(Cnoco0 mpumenenus . J1o3sl 2 T B 1eHb (mpuHKUMaroTcs 1o 1 r ABa pas3a B JIeHb) 0OBIYHO
UCTIONB3YIOTCSL TIpH  J100aBJIeHUM MHUKOQeHOoJata ModeTuiaa K CHUCTEMHOW Teparnuu
TIIFOKOKOPTUKOHIAMH Y B3pOCIBIX. MHUKO(EHOIAT HaTpHs, TOKPHITHIA KHIIEYHOPACTBOPUMON
000JI0YKOM, TIpencTaBlIsgeT CcOOOW aNbTepHATUBHYIO (opMy MHUKO(DEHONaTa, KOTOPYIO

HAa3HA4Yar0T B3POCIIbIM B 103€ 720 mr JABa pa3a B JICHb.

o[loOounbie a¢dekrsr . Haunbonee wyacTbiMu NOOOYHBIMH 3dexkTamMu MukodeHonara
Mo(deTmna SABIAIOTCA  OKETyJOYHO-KHUIIEYHBIE paccTpoiicTBa. MukodeHonar Harpus,
HOKPBITBIM  KHIIEYHOPACTBOPUMOM 00OIOYKON, MOXKET HMEThb HEKOTOPYIO TMOJIb3y Ui

TOJIEPAaHTHOCTH TMALIMEHTA, COXPaHss IPU ’TOM UMMYHOCYTIPECCUBHBIN 3 (DEKT.

[TanuuToneHus — eme OAMH BakHbIM MoOouHbIM 3ddekt mMukodeHnonata Hatpus. [lonHbIH
aHaJu3 KpoBU C JU(depeHIINaTIbHBIM aHAIN30M MOXHO MPOBOAMTH UCXOTHO U KaXK/ble JIBE
HEJIENIM B TEYEHHE MEPBBIX ABYX-TPEX MECALIEB T€pPANlUU, 3aTEM OJMH pa3 B MECAIl B TEUCHHE

MEPBOro rojia U KaxXabl€ Tpyu MECALa B )IBJ'II:HCfIHIGM.

OyHKIMOHATBHBIE MTPOOBI MOYEK U (PYHKIIUU TEYEHH MOKHO TIPOBOAUTH UCXOTHO, YEPE3 MECSI]
U TepHOIWYeCKH B AanbHeumem. bonee moapoOHO moOounbie 3ddekThl MukodeHomata

ModeTHIa pacCMaTPUBAIOTCS OTEIIBHO.

32



https://pubmed.nchi.nlm.nih.qov/18424375/

https://pubmed.nchi.nlm.nih.qgov/12810504/

PexomMeHna0BaHO [Jis1 JieYeHHUs TY3BIPYATKH CPEIHE-TSDKEIONW M THKENod (opM Ha3HaUeHHE

MMMYHOJETIPECCHBHBIX MTPEMapaToB.

[TpumenstoT st nosbimeHus ¢ pexruBHocTH Tepanuu [ KC 1 yMeHbIIeHNs UX KypCOBOM

JIO3EL.

LII/IKJ'IOCHOpI/IH- v B3POCJIBIX HA3HAYACTCA U3 pacucTa 5 MI/KT MaccChl TejIa B CYTKH

KommenTapuu: IIpyu cpeqHeTskenoM U TSHKEIIOM TEYEHUU ITy3bIPYaTKU MOYKET IPUMEHATHCS

B KayeCTBE a/IbIOBAHTHOTO IMperapaTta TpeThei IuHuu. [Ipenapar HazHayaeTcs: mepopajbHO B

2 npuemMa a0 MHOJYYCHHUA KIMHUYCCKOTO acb(beKTa, 34aTCM 03y IIpelapaTra CHHXAOT OO

MHUHUMAaJILHOHN

MTOA/ICPKUBAIOIIICH.

B mporuiecce nedeHus IUKIOCIIOPUHOM TMOKA3aH CHCTEMATHYECKUN KOHTPOJIb JIa0OPATOPHBIX

AHAJIN30B, OTpa’Karolnux (PYHKIII/IOHaHI)Hoe COCTOSAAHUC BHYTPLCHHHUX OPraHOB.

https://www.sciencedirect.com/science/article/pii/S0190962288701322/pdf?md5=32684c590

49blacdcfde07943ee35ec3&pid=1-s2.0-S0190962288701322-main.pdf

PexoMeHI0BaHO 1JIsl JeYeHUs Ty3bIPUATKU CpPEIHE-THKENOW U TshKeJIod (GopM Ha3HadYeHHUe

HUTOCTATUYECKUX MTPENAPATOB.

[TpumenstoT s nosblimeHus 3¢ pextuBHocTH Tepanuu ['KC u ymeHbIIeHus nX KypcoBoOii

J03BI.
C [ ]
2
KomMmenTapumn:

MetoTpekcaT - 20 mr (mpu xopomied nepeHocumoctu g0 25-30 mr) 1 pa3 B
Hezpemto.  JUiMTenbHOCTH  TepamMu  ONpenensercss HMHAuBUAyanbHO. [lpum
CPEIHETSHKETIOM U TSDKEIOM TEUCHHH ITy3BIPUaTKH MOXKET MPHUMEHSTHCS B
KayecTBE aJbIOBAHTHOTO IMperapara TpeTbed IMHMU. B mporecce nedeHus
METOTPEKCATOM IOKa3aH CHCTEMAaTHYeCKH KOHTPOJIb JaOOpaTOPHBIX aHAJIN30B,

OTpaXaroux (I)YHKI_II/IOHaJIBHOe COCTOSAAHUEC BHYTPbCHHUX OPraHOB.

B mnmponecce  JICUCHUA HCO6XOI[I/IM KOHTpPOJIb  KIIMHUYCCKOI'0 U

OMOXMMHUUYECKOTO aHATIHU30B KPOBH U KIIMHUYCCKOI'O aHAJIM3a MOYU HC MCHCC 1-2 pa3 B HSACIIIO.

33


https://pubmed.ncbi.nlm.nih.gov/18424375/
https://pubmed.ncbi.nlm.nih.gov/12810504/
https://www.sciencedirect.com/science/article/pii/S0190962288701322/pdf?md5=32684c59049b1acdcfde07943ee35ec3&pid=1-s2.0-S0190962288701322-main.pdf
https://www.sciencedirect.com/science/article/pii/S0190962288701322/pdf?md5=32684c59049b1acdcfde07943ee35ec3&pid=1-s2.0-S0190962288701322-main.pdf

https://pubmed.nchi.nlm.nih.gov/23772610/#:~:text=Conclusions%3A%20Methotrexate%20i

$%20a%20useful , treatment%200f%20this%20difficult%20disease.

PexomMeHna0BaHO [Jis1 JieYeHHUs TIY3BIPYATKH CPEIHE-TSDKEIONW M THKENoH (opM Ha3HaUeHHE

BHYTPbUBEHHOT0 MMMyHOTI00yTMHA (BBUI)

BBenenue BHyTprMBEHHOTO HMMYyHOTI00ynuHa (BBUI') siBNsieTcst ofHUM U3 BapHaHTOB
A JICUCHUS My3bIPYaTKH, OCOOCHHO B CITydasX TSHKEIOro Wi pedpakTepHOro 3a00ieBaHus,
2 KOTOpOoe€ HE IIOAJaeTcs  CTaHJApTHOW  Tepanmuu, BKIIOYAas  HCIIOJIb30BAHME
KOPTUKOCTEPOMUJIOB M JPYrux HMMyHojernpeccanToB. BBUI'T momoraer yMeHbIINUTH

AYTOUMMYHHOC€ IMOBPECKIACHUE KOXHU, 6J'IOKI/Ipy5I I[Cf/iCTBPIC IIaTOJIOTUYCCKUX aHTHUTEII.

Poas BBUI npu 1evyeHnH ny3pIpyYaTKu:

1. Ummynomonynsauus: BBUID cBsizpiBaeTcs ¢ maTOJIOrMUYECKUMU aHTUTEIIAMU U TIOMOTaeT UX

HEUTpaIM30BaTh, CHUXKAs arpeCCUBHOE BO3JICUCTBHUE HA KIETKU KOXKH.

2. VYwmeHblieHue BocmajeHus: VIMMyHOTTOOyTWMH Takke MOXET OKa3blBaTh oOriee

IIPOTUBOBOCTIAJINTEIILHOE JIEUCTBHE.

3. CHwxeHue 103bl Koptukocrepounos: Ilpumenenne BBUI' mosBosser cHU3UTH 103y
KOPTUKOCTEPOUIOB WM JPYTUX HMMMYHOJENPECCAHTOB, YTO IOMOTaeT u30exkaTb HX

JUTUTEIBHOTO MPUMEHEHHS M CBSI3AaHHBIX C HUMU TTOOOYHBIX 2 (HEKTOB.

IIporokou BBenenuss BBUI' npu ny3bipuarke:

CranpapTHeIX pekomeHganmii mo go3upoBke BBUIT mpu my3plpuaTke HET, HO OOBIYHO

WCIIOJIb3YETCS CIEAYIOIUI MOAXO/:

- Jlo3upoBka: 2 T/KT Maccel Tea, BBOAUMBIX B TeueHUe 3-5 qHEi.

- CxemMa:

- [lepBoHauanbHbIN Kypc — 0J1Ha UH(Y3HS B MeCs1] B Te4eHHEe 3-6 MecsIIeB.

- [lonnep>kuBaromasi Tepanusi MOXKET MPOBOAUTHCS MO HEOOXOJUMOCTH, B 3aBUCHUMOCTH OT

KJIIMHUYECKOI0 OTBETA U TSHKECTH 3a00JIeBaHUS.
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Koraa npumensierca BBUT:

- [Ipu Tspxensix popmax Mmy3bIpYaTKU, pe3UCTEHTHBIX K CTAHJAPTHON Teparnui.

-B CUTyalusax, Korga CymecCTBYCT HGOGXOI[I/IMOCTB B 6LICTp0M YMCHBIICHHUU AKTUBHOCTH

3a001€BaHUs.

- I[HSI CHIDKEHHS ITOOOYHBIX 3(1)(1)€KTOB AJIUTCIIBHOTO HCIIOJIb30BaHUSA KOPTHUKOCTCPOUIOB U

HMMYHOJCTIPCCCAHTOB.

IHo6ounbie 3¢ppexTsr BBUI:

Xots BBUI' 00bIYHO XOpOIIO MEPEHOCHTCS, BO3ZMOXKHBI MOOOYHBIE 3((EKTHI, Takhe Kak
rojoBHas ©o0ib, IUXOpaaKa, O3HOO, ajUIeprUYecKue peakluu W B PEAKUX Clydasx
TpoMO0osMOonus. [Toaromy newenne BBUIT n1omkHO MpoBOIUTHCS MO KOHTPOJEM Bpaua, €

BHUMATCJIbHBIM HaGHIOIIeHI/ICM 3a COCTOSAHUEM ITallMCHTA.

BBUI' — 5T0 He mepBas TUHUS TEparnuy Ipu My3bIpyaTKe, HO MOXKET ObITh () (PEKTUBHBIM B

KOM6I/IHaI_[I/II/I C ApyruMu METOJaMH, 0COOEHHO B CJIOKHBIX KIMHUYECKUX CUTyalluiX.

https://pubmed.nchi.nlm.nih.gov/11606916/

https://link.springer.com/article/10.1007/s13555-024-01191-3

PexoMeHna0BaHO 1JIsl JeYeHUs Ty3bIPUATKU CpPEIHE-THKENOW U TshKeIod (GopM Ha3HaYeHHUeE

TeHHO-WH)KEHEPHBIX Ononornueckux npenaparos (I'MBIT).

ITpumenstoT ass nosbimeHus 3¢ pextuBHOcTH Tepanuu ['KC u ymeHbIIeHus nX KypcoBOii

JO3BbI.

Putrykcumab siBisieTcsi KIFOUEBBIM IpenapaToM ISl JICUEHUS IMy3bIPYaTKH, OCOOCHHO
pedpakrepHbIx cmydaeB. OCHOBHBIEC MMPOTOKOJIBI MPUMEHEHHS PUTYKCHUMAa0a JJIs JICUCHUSI

IMY3bIPYATKH BKIIFOYAIOT IBA OCHOBHBIX PEKHUMaA:

1. TIporokon peBmarougHoro aprpura (RA-mpoTtoxo)

2. TIpotokox mumdpomsl (JInmboma-mipoToko)
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https://pubmed.ncbi.nlm.nih.gov/11606916/
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Kommentapun: Crnoco0 npuUMEHEHHs: PHUTYKCMMa0 BBOIAT BHYTpbHUBEHHO. CHCTEeMHBbIE
[JIIOKOKOPTUKOHMIBI OOBIYHO Ha3HA4YaloT mepopaibHo. [lo mpakTHueckum cooOpaskeHUsM,
CBSI3aHHBIM C IIOJyYEHHEM U Ha3HAUYE€HUEM pUTyKcuMa0a, Tepanus IIIOKOKOPTUKOUIaMH 4acTo
HauMHAeTCs JO0 Tepanuu purykcuMadbom. IlepBoHauyanbHble MNpPU3HAKK KIMHHUYECKOTO
yIIy4IIeHUs, CB3aHHBIE C CUCTEMHOW Tepanueil TITIOKOKOPTUKOMIAMH, OOBIYHO CTAHOBSITCS
OUYECBUIHBIMHU B TEUECHHUE ABYX-TpeX HeAelb. D (HEKThl 0T puTYKCuMada MOTYT HE MIPOSBISATHCS

B TeueHme 8—12 Henenn.

IIporoxoa peemaronanoro aprpura (RA-nporoxo.)

9ToT IIPOTOKOJ YaCTO MCIOJIB3YETCA IIpHU ayTOMMMYHHBIX 3a60J'IeBaHI/I5[X, BKJIO4Yas

IMy3bIpYaTKYy. OH cunTaeTcs MeHee AIrp€CCUBHLIM U IIUPOKO IMMPHUMCHACTCA.

- Jo3uposka: 1000 mMr putykcumada BHyTPbUBEHHO.

- Cxema:

- [TepBas undysus: 1000 mr.

- Bropas undysus uepes 14 gueii: 1000 mr.

- HOBTOpHa}I TCpamus: HO,[[)Iep)KI/IBaIOH_[aH TCpanunsa MOXKCT HOTpe6OBaTLCH qucpes 6 MCECAILICB

WK JOJIBIIE B 3aBUCHUMOCTH OT KIIMHHYCCKOT'O OTBETA.

IIporoxkoua mumdpomsl (JInmpoma-npoToxo.a)

OTOT NPOTOKOJ 00Jiee arpecCUBEH M UCHOJIB3YETCS Yalle MPH TKENbIX WK pepaKkTepHbIX

(dopMax Mmy3bIpyaTKH.
- lozupoBka: 375 Mr/m? miomaiu HOBEpXHOCTH Tela.
- Cxema:

- 1 uady3us B HeAeno B TeueHUe 4 HEACNb OIS,

- IToBTOpHAas Tepanusi: Bo3moskeH noBTOp Kypca yepes 6-12 Mecs1eB B 3aBUCUMOCTH OT OTBETa

Ha JICYCHHUE U TSHKECTHU 3a00JIeBaHUs.

HonaepxkuBaromas Tepanus:
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- B HekoTOpeIX cCiyyasx MAalUeHTbl MOTYT II0JIy4aTh IOJACPKUBAIOIIYIO TEPAIHUIO

puTyKcuMaOoM Kaxable 6-12 mecsieB, 4ToObl MPEIOTBPATUTE PELIUINBEI.

- BaykHO! 4acThiO JIeYEHUsI OCTAeTCs UCIOJIb30BaHUE HU3KHUX 103 KOPTUKOCTEPOUI0B M/HIU
JOPYyTUX HWMMYHOJICTIPECCAHTOB (HANpHMeEp, a3aTHONPHH WIM MHUKO(PEHONIaT MOQeTH),
KOTOPBIE IIOCTENIEHHO CHUKAKOTCS WIIH IIOJIHOCTBIO OTMEHSIOTCS ITOCIIE JOCTUKEHUS PEMUCCUU

C TIOMOIIIBIO pUTYKCHMaOa.

HpenBapnTenLHaﬂ noAroToBKa

[lepen undy3uelr puTykcumaba YacTo MPOBOIAT MPEMEIUKALNUIO AHTHUTMCTAMUHHBIMHU,
YKApPOMOHIDKAIOIIUMH  [IpernapaTaMl W KOPTHUKOCTEPOMJIaMHU JUIsl yMEHbILIEHUs pHUCKa

UH(Y3HMOHHBIX PEaKLIUH.

BeiObop mnpoTokosia 3aBUCUT OT HWHAMBUIYAIbHBIX OCOOEHHOCTEH MalMeHTa, TKECTU
3a00JIeBaHUS U HAJIMYMSI COMYTCTBYIOIIMX MaToioruil. JleueHue my3plpyaTku puTyKkcumMaOom
JIOJKHO MPOXOAUTH 110 CTPOIMM KOHTPOJIEM Bpada, MMEIOLIErO OIBIT B BEICHUH NAl[UEHTOB

C aYTOUMMYHHbBIMHU 3a00/I€BaHUSIMU.

C uenplo npemMeuKaluy NPUMEHS0T KapoloHmkatoue (mapaneramon 500 mr), aHaJIbreTUKU
( ananmerun 50%-2 M B/M) W aHTurucramuHHble ( aumeapon 1%-1 M B/M) cpeactBa u
BHYTPBUBEHHO MeTUINpeaHN305I0H (100 Mr) uin SKBUBaJIEHTHBIN INIFOKOKOPTUKOM]L CIETyeT

BBOJUTH 32 30 MUHYT /10 KaXKaA0H MH(DY3UN pUTYyKCcUMaOa .

[ToOounbie »¢¢dexkrst .  OCHOBHBIE PUCKM NPUMEHEHHUS pUTYKCHMMalda BKIHOYAIOT
uHY3HOHHbIE peakuuu U HHpekuuu. [loGounble >pdexTsl puUTyKcuMada W CHCTEMHBIX
IIFOKOKOPTUKOMJIOB pacCMaTpUBarOTCs 6osiee moJApoOHO oTenbHO. ClieyeT OTMETUTh, YTO Y
NAIMEeHTOB, TIIOJyYaBIIMX PHUTYKCUMa0 IO JAPYTrUM TIOKAa3aHHAM, COOOIIANOCh O

IPOrpeccUupyroueil MyIbTH(POKAIbHON JIeHKO3HIIe(paTOonaThu.

https://www.rituxan.com/pv/understanding.html#:~:text=Why%20Rituxan%20for%20Pemphi
gus%20Vulgaris,happens%20in%20your%20body%20naturally.

https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3510419/

C PexoMeHI0BaHO KOM6I/IHI/Ip0BaHHOC JICUYCHUC pI/ITYKCI/IMa60M U BHYTPbHBCHHBIMHU

o MMMyHOrnoOymuHamu (BBUT)
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[TpuMeHSIFOT JJ1s1 Iy3bIPYATKH CPETHE-TKEION U TSHKEIOoH (GopM, P MPOTHBOIIOKA3aHIH
CHCTEMHBIM CTEPOUAHBIMH ITpemapaTaMy, He pearupyroniero Ha KOMOWHAIUIO CTEPOUIIOB U

CTepoHI-cOeperarolero npenapaTa u Jisi MpoUIeHHs KIMHUYECKOW PEMUCCHU 3a00JICBaHNSI.

Perykcumab B komOunauu BBUT .

KomMenTapuu: BHyTpbiUBEeHHBINH HMMYHOTJI00YJIMH OKa3bIBA€T MHOXKECTBEHHOE BO3/ICHCTBUE

Ha UMMYHHBIC 1 BOCIIAJIMTCIIbHBIC ITYTH. BBUI' YCHIIUT U JOIIOJIHUT IIPOTHBOBOCIAIMUTECIIBHOC

JleicTBUE Tepanus HcTolleHus B-kmerok. Ilocne Toro, kak BOCHAJIEHHWE 3HAYUTEIIBHO

YMCHBIICHO HWJIM YCTPAHCHO, BHYTpLI/IBeHHBIﬁ HMMyHOI‘HOGy.HI/IH MOXKET BOCCTaHOBUTH

HMMYHHBIﬁ OanaHc J10 HOpMAJIbHOT'O rOMCOCTAa3a. Bo BPCM: BbI3BAHHOI'O HCTOIICHUA B-knerok

BBUI' obGecnieunBaer umMmyHOnpoduiaaktuky. OJHOBPEMEHHO MHOTOKpaTHble WH(Y3UU

BBUI BbI3bIBAIOT yCTOMYUBBIE JUIUTEIBHBIE KIMHUYECKAE PEMHUCCUU, CHUKAIOT U, BO3MOXKHO,

YCTPAHAIOT MMAaTOI'CHHBLIC ayTOAHTUTCIIA.

[TepBas (a3za:

Putykcumab (375 mr/m2 TII1T) 1 pa3 B Henemto B Teuenue 4 nenens (1, 2, 3 Hepens);
Henens 4: Purykcumab (375 mr/m2 TIIIT) + BBUIL 2 r Ha kT

Henens 5, 6, 7: neuenue, onucaHHOE BbIIIE, IOBTOPSETCS AJIS 2-TO LIMKIIA, UHDY3US
putykcumada (375 mr/m2 IIIT) ogun pa3 B Heaemnto B TeueHue 4 Henenb (Hepens 5, 6,
7);

Henens 8: Purykcumab (375 mr/m2 IIIIT) + BBUI 2 r/kr

UYepes

3,4, 5, 6 MecA1IeB MalMEHTHI OJIy4aId OJHOKPATHYIO HHPY3HUI0 puTyKcumaoa (375 mr/m2

III1T) + BBUT 2 r/kr.

Takum o6pa3om, 3a 6 MeC MarMeHThI MOTY4YMIH Bcero 12 nudysuit purykcumada u 7

uH¢y3uit BBUT.

Bropas ¢da3za:

EsxemecsiuHO MaIMeHT Noty4aeT JononHuTensHbie nHdy3uu BBUIL (2 r/kr) 1o

noBbIeHud B-kinerku Ha 15%.

Tpetbas da3za:
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e [lanments! nomyyaer 6 ukia BBUI ¢ untepBanamu 6, 8, 10, 12, 14, 16 nenens.

AHTI/IFI/ICTaMI/IHHbIe, ACSHHTOKCHKAIIMOHHbIC U FI/IHOCGHCI/IGI/IJII/ISI/IpyIOIIII/Ie cpeacrea

AHTUTHCTAMUHHBIE, JI€3MHTOKCUKAIIMOHHBIE U runoceHcuounusupyomue JIC HazHayaroTcs
IIPY HAJIMYUU 3yJa UM B TEX CIIy4YasX, KOI/Ia MOSBIEHUE CBEKUX ITy3bIpEl COIPOBOXKIAETCS
TUIEPEPTUYECKUMU  cUMOTOMaMu. Pa3oBble U KypCOBBIE  TEpalleBTUYECKUE O3Bl
AQHTUTUCTAMUHHBIX,  JE3UHTOKCUKALMOHHBIX W  TUIOCEHCUOMIM3UPYIOUIMX  CPEICTB
mpenaparoB 'y Jered u B3pochbix o0o3HaueHsl B KII «Atomuueckuii jaepMatuty,
«Tokcuxkonepmus» [25,26].
Jig  nmpepynpexaeHus pa3BUTHS WM KOPPEKLMH HEXENATENIbHbIX SBJICHUN Teparuu
cucteMHbiMu ['KC win MHONM MMMYHOCYNpPECCHUBHOW Tepanmuu B ClIy4yae HUX Ppa3BUTHSL:
aHaboIMuecKre TOPMOHBI, IPenapaThl Kaius, MpernapaThl Kaablus, BATAMUHBI (aCKOPOMHOBas

KHUCTI0Ta, pyTHH, B2, mantoTeHoBas u (onneBas KHUCIOTA)

https://pubmed.nchi.nlm.nih.qov/17065638/

https://pubmed.nchi.nlm.nih.qov/29889591/

https://cdn.clinicaltrials.gov/large-docs/94/NCT04400994/Prot SAP 002.pdf

Bo3amorkHa Tepanua puTyKcumabom?

Ta Her
Haunute ¢ 10361 peaau3ona ot 0,5 10 Haunute ¢ npennuzonona ot 0,5 o 1
1 MI/KT B IeHb U Ha3HAYBLTE MI/KT B JI€Hb U agbroBanTa MM® min
puTyKcumao. A3A.
KonTpons Haj 3a6oneBaHueM KonTponb Haj 3a001€BaHNEM TOCTUTHYT B
JIOCTUTHYT B TeueHue 1 mecsma?™ Teuenne 1 mecqma?*
/A\ A
4 N - ™
Jla Her Ha Her
VYBenuuuTh 103y MPeTHU30JI0HA VYBenuuuTh 103y NpeaHu30i10Ha 10 1,5
1o 1,5 mr/kr B 1eHb MI/KT B JIeHb ¥ HA3HAUYUTh PUTYKCUMAO

(MpeAnoYTUTENHHO) WIIH 3AMEHUTH

UMMYyHoJenpeccanTs! (Hanpumep, MM® Ha
JOCTUTHYT B TeueHue 1 mecsua? A3A)

AN
- I

KonTpons 3aboneBanus

KonTpons 3aboneBanust JOCTUTHYT B

39| teuenmue 1 mecsma?



https://pubmed.ncbi.nlm.nih.gov/17065638/
https://pubmed.ncbi.nlm.nih.gov/29889591/
https://cdn.clinicaltrials.gov/large-docs/94/NCT04400994/Prot_SAP_002.pdf

. - I
Jo6aBpTe MM® i A3A uau Ha HfT

IIPUCTYIIANTE K TEPANUH

pedpakTepHOii my3bIpuaTKu. Hpuctynute k Teparnuu

pedpakTepHOii my3bIpUaTKy. §

A 4

HaunnaiiTe mocTenneHHOE CHIKECHIE JAO03BI NIPCAHU30JI0OHA ITOCIC JOCTUKCHUA CTaOMIBLHOTO KOHTPOJIA
Haj 3a00JI€BaHUEM.

Ecmu IIPOU30UICIT PELIUINUB!

* YBenuubTe IPUEM MIPEIHNU30II0HA.

* HazHaubTe putykcumMad (eciu npouuio He MeHee 4—6 MecALeB ¢ MOMEHTA IOCIEJHETO JICUCHUS
pUTYKCUMaOOM MJIM €CJIM pUTYKCHMAO He Ha3HAyaJICsl paHee).

* lobaBbre MM® nnu A3A, eciiu npeHU30JI0Ha U PUTYKCHUMa0a HEIOCTATOYHO WJIM PUTYKCUMAO
HeBO3MOKeH. Eciu Bbl yxe npuHumaete MMO® unu A3A, paccMOTpUTE BO3MOKHOCTh CMEHBI
MMMYHOJIETIpeccaHTa UJIu Iiepexo/ia K Tepanuu pedpakTepHOn My3bIpuaTKu. *

Ilocne BoccTaHOBIICHUS CTAOMILHOIO KOHTPOJIA HaJg 3a00JIeBaHUEM IOBTOPHUTC IOIBITKY. CHUKCHHA

MM®: wmuxodenonara wmoderun; A3A: azaruonpun; BBUI:  BHyTpbUBEHHBIH
UMMYHOTJIOOYJIHH.

* KOHTpOHL 3a0071eBaHUs OIIpCACIIACTCA KaK MOMCHT, KOorJa ITPCKPallacTCs 06pa30BaHHe
HOBBIX HOpa)KeHI/Iﬁ 1 HAYMHAIOTCS 3a’KUBJICHUS YKE CYHICCTBYOIINUX HOpa)KeHHﬁ.

| Ilpumeps! Tepanuu, NpeHa3HAYEHHON /171 JeueHHsl pepakTepHON My3bIpYaTKH, BKIIOYAIOT
BBUT', nuknodocdamu, uMmyHoaacopOLuto 1 mia3madepes.

CHmxeHue J03bl NPEJHU30JI0HA OOBIYHO HAayMHAeTCs IIOCiIe TOro, KaK KOHTPOJb Haj
3a00JIeBaHNEM CTAaOUJIEH B T€UEHHE KaK MUHUMYM 2 Hezenb U 3axuio 80% ycTaHOBIEHHBIX
MOPAKEHUM.

VY nanueHToB, MOJyYarolUuX MPEeAHU30J0H B couetaHuu ¢ MM® unu A3A, nocreneHHoe
cHmkeHne 10361 MM® mwim A3A MOKET HauaThCsl, €CJIM IOCJIE YCIEUIHOIO MPEKPALEHUS
IIpreMa IPEJHU30JI0HA NPOLLIO HE MeHee 3 MmecseB. [Ipu cHukeHUH 1036l Mbl YMEHBIIAEM
n03y A3A Ha 50 mr xaxaple 8 Henenp uiaM ymeHbmaeM 103y MM® na 500 mr kaxnasle 8
Henenb. CHIKaiTe 103y 10 MpeKpalieHus JIeUeHHs WK JO caMoi HU3KOU 10361, HEOOXO0TUMOMN
JUTSL TO/JIEPKaHUsl PEMHUCCHU.

Penunus OIMPEACIIACTCA KaK IMOABJICHUC 3 unu 0oJiee HOBBIX HOpa)KeHI/Iﬁ B TeueHHe 1 MEcCAI1a,
KOTOPBIC HC 3aKUBAIOT B TCUCHUC 1 HCACIIN, NI PACIHUPCHUC CYIICCTBYOIIUX HOpa)KCHHﬁ.
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JoOaBIeHHe aIBHOBAHTHEIX IPeNapaToB
(0OMH H3 IepeuHCcIeHHBIX):
PurykcnMab (mepBas THHES),
A3aTHOTIPHH (IepBas H BTopad THHHA),
MuxodeHoT0BaT K-Ta (IepBag H BTOpasg
ITHHHAA);

MeToTpekeaT (TpeThd IHHHA),
[THKTOCTIOPHH (TpeThs JTHHHI)

BBHI mim miasMadepes HIH
SKCTPAaKOpIopaIbHad (oTo-
XAMHOTepaIHI




Tabanna 1

IlepeyeHb OCHOBHBIX JeKapcTBeHHbIX cpeacTs (uMmewmux 100 % BeposiTHOCTH

NPpUMEeHEeHUs )

dapmakoJiornye

cKasi rpynna

MHH npenapara

Cnoco6 npuMeHeHust

YpoBeHb
moKa3zaTeabHO

CTH

I'KC

[Ipenuu3onon

IUTUTENIBHBINA CPOK

BHYTph, B/B 0,5 — 15A

MI/KI/0eHb II0 CXEMeE HA|

https://www.nc

bi.nlm.nih.gov/

pmc/articles/P
MC9509267/

https://www.ja
ad.org/article/S

0190-
9622(05)00980

-1/fulltext

MCTI/IHHp CIHHU30JIOH

BHYTpPb, B/B, HapyxHO 0,5-
1,5 Mr/kr/meHp mo cxeme

Ha JJTMTEIbHBIN CpOK

A

https://www.sc

iencedirect.co
m/science/artic

le/pii/S002192
5820687774

https://www.re

searchgate.net/

publication/33
5103552 Meth

ylprednisolone
pulse therapy

plus adjuvant

therapy for P

emphigus_Vul
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https://www.sciencedirect.com/science/article/pii/S0021925820687774
https://www.sciencedirect.com/science/article/pii/S0021925820687774
https://www.sciencedirect.com/science/article/pii/S0021925820687774
https://www.sciencedirect.com/science/article/pii/S0021925820687774
https://www.sciencedirect.com/science/article/pii/S0021925820687774
https://www.researchgate.net/publication/335103552_Methylprednisolone_pulse_therapy_plus_adjuvant_therapy_for_Pemphigus_Vulgaris_an_analysis_of_ten_years'_experience_on_312_patients
https://www.researchgate.net/publication/335103552_Methylprednisolone_pulse_therapy_plus_adjuvant_therapy_for_Pemphigus_Vulgaris_an_analysis_of_ten_years'_experience_on_312_patients
https://www.researchgate.net/publication/335103552_Methylprednisolone_pulse_therapy_plus_adjuvant_therapy_for_Pemphigus_Vulgaris_an_analysis_of_ten_years'_experience_on_312_patients
https://www.researchgate.net/publication/335103552_Methylprednisolone_pulse_therapy_plus_adjuvant_therapy_for_Pemphigus_Vulgaris_an_analysis_of_ten_years'_experience_on_312_patients
https://www.researchgate.net/publication/335103552_Methylprednisolone_pulse_therapy_plus_adjuvant_therapy_for_Pemphigus_Vulgaris_an_analysis_of_ten_years'_experience_on_312_patients
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garis an analy

sis of ten vyea

rs' experience

on 312 patient

S

JlexcameTa3oH

BHYTpb, B/M, B/B 0,075-
0,225  Mr/kr/mesp 10
CXeMe Ha JUIMTEIIbHBIN]

CpPOK

B

https://www.el

revista-

allergologia-et-

immunopathol
0gia-105-
articulo-
treatment-
pemphigus-
\vulgaris-an-
overview-
13084220

beramerazoH aunponuoHar 6,43

mr- HaTpust pocdar 2,63mr

B/M 0,075-0,225

MI/KI/0eHb 10 CXEMe HA|

C

https://www.nc

IUTUTENBHBIA CPOK

bi.nlm.nih.gov/

pmc/articles/P
MC4622091/

TpuaMIIMHOJIOH

0,4-1,2

BHYTpb,  B/M

MTI/KT/I€Hb

B

https://www.pe

mphigus.org/tr
eatments/

Kiio6erasomn

HapyxHO 1-2 pa3a B CyTKH

A

https://www.pe

mphigus.org/tr
eatments/
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AHTHCETITHUSCKUE MeTtuiienoBsiii cunuii, 1-3% HapyxHo, C
CpelcTBa ISt 00pabaThIBatOT
pea 8 Kamus nepmanranar, 0,01-0,1% https://www.pe
HAPYKHOTO oYard MOPAKEHUS ]
mphigus.org/tr
PUMEHEHHSI Xmoprekcuaus, 0,5% wmm 1% 2-3 pa3a B JICHb
eatments/b
TI'KC [1I-1\V Mowmeta3zona ¢ypoat: 0,1% Hapy>xHO 1-2 pa3a B cyTkuC

(cpenHsist akTUBHOCTD)

dnyounnosiona aeronua 0,025%

beramerazona Banepar: 0,1%

https://pubmed

.nchi.nlm.nih.g
ov/10354082/

KomOunupoBanHusbie

npenaparsl

beramerazona aunponuoHat (1mr)
+ reHTamunuHa cynbdart (1 mr) +

KioTpuma3zon (10 mr)

HapyXHO 1-2 pa3a B CyTKH

berameTa3on (1 Mr) + reHTaMUIIMH

(1 mr)

C

https://mzdrav.

rk.gov.ru/file/P
iodermii 0505
2014 Kliniche

skie rekomend

Merabonuueckue u
AIIEKTPOIIUTHBIC

npenapaThbl

MeraoMuHa HaTpusa CYKOUHAT

B/s KaremnsHO, co

ckopocThio 90 xan/mMuH (1-
1.5 wu/muH) gm0 400

mit/cyT. Kypc neuenus - 7-

A

https://www.pe
mphigus.org/tr

Kannsa xnopung

eatments/
11 maeit.
40 MI/MIL. BBoasTA
BHYTPUBEHHO CTPYHHO,

Wik KarenbHo. 50 mi 40
MI/MJI  pacTBOpa Kalus
XJIOpHIa pa3BOIAT BOJIOM
st uebekIui B 10 pas (110
500 M) I mOJIydeHus
M30TOHHYECKOTO PacTBOPA

M BBOAAT BHYTPHUBCHHO,

https://www.pe

mphigus.org/tr
eatments/
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kanesnbHo (20-30 kamens B

MUHYTY).

Tabnerku. Buytps, |A
Tpenapar cieayer
PUMEHSATH TI0CIe ebl, T.KNPS://www.pe

KUCIas cpeaa xXKemyKa \mnphigus.ora/tr
CHHIXACT €ro

eatments/
3 PEeKTUBHOCTB. -

Kanuss acmaparusar + Maruus Pactsop 5 M.

acriaparuHar [Ipenapat BBOAAT
BHYTPUBEHHO (KalejabHO
WM cTpyiHo). Jlo3a
npernapara onpeaensercs
WHIVBUAYAJIBHO B
3aBUCUMOCTH OT
IIOKa3aHUM K
IIPUMEHEHHUIO.

50 wmr/ma.  IlpemapatA

BBOJAT  TIIIyOOKO  B/M.
https://www.pe

mphigus.org/tr
eatments/

Hanzaponona nekanoat (aHabonuk) |CpenHsis pa3oBas 1032 s
B3POCIBIX COCTaBIISIET 25-

50 Mr

Ilpumeyanue: Jl03MPOBKAa M KOJHYECTBO MpPeNnapaToB ONpeAeJsdAlTcs BpavyoM
HHAUBUAYAJIbLHO.

IIpenapaTrel 1y yYBJAKHEHHS  KOKM(3MOJIEHTBI), MeJIMUIHMHCKHE  W3/e/us,
0MO0JIOTMYEeCKH AKTHBHBbIE 100aBKHM, MUKPO3JIEMEHTbl, BATAMMHBI, AHTHOKCUAAHTHI 1
KOCMETHYECKHEe CpeIcTBa MOIYT NPHMEHATHCA MO0 HEe00XOAUMOCTH IMPH JieY eHUH
AePpMATOJIOTHYeCKHX OOJIbHBIX, €CJM OHHM He HMEKT MPOTHBONOKA3AHMI U
cepruuuupoBanbl Ha TeppuTopuu Pecny0iuku Y30ekucraH.

Ecinm HeoOxoauMblii mpenapar W3 ONpeeJéHHON TIpynnbl OTCYTCTBYeT B IepevHe,
YTBepKAEHHOM /11l IPUMEHEHHs B CTAllMOHAPe, HJIH BPEMEHHO HeJOCTYIICH, BPa4 MOXKeT
HA3HAYUTH AJIbTEPHATHBHBIN Npenapar (npenaparsl ¢ pa3HbIM MEXaHHU3MOM el CTBHS,

HO OJHOI TepameBTHYECKOH 1ebi0). BbIOOp JexkapcTBa OCylIecTBJIsIETCSI HA OCHOBE
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KJIHHHYECKOH CUTyallMHd, COCTOAHMSA NMallMEHTA U JOCTYIIHBIX PECYypPCOB.

Tabmuna 2

IlepeyeHb MOMOJHUTEIBHBIX JIeKAPCTBeHHBbIX cpeacTB (MeHee 100 % BeposiTHOCTH

NPUMEHEeHUs):
dapmakosorudyec |MHH npenapara @DopMa BbIYyCKA U |YPOBEHb
Kasi rpynna M03MPOBKA MOKa3aTeIbHOCTH
AHTUTUCTaMHUHHbBIC Baytpe 5-10mr |C
[penaparsl [oparaiH 1 pa3 B nesb , 7- .
10 e https://mediglab.c
om/drugs/4e37884
Buytps 5-10 mr  0-105f-43dc-alca-
Jle3noparaaua 1 pa3 B nenp , 7- [572c6b314954
10 el https://mediglab.co
Buytps 5-10 mr  |M/drugs/520495cc-
leTHpH3HH | pas B zemp , 7-  [d9c7-491d-a302-
10 nueit bbae79ce7abb
Buyrps  120-  |https://www.researc
UleBOLIETUPH3HH 180 mr 1 paz B |hgate.net/publicatio
neub , 7-10 gueit  N/287764260_Antih
istamines_in_derma
XmoponupaMuH Baytps 10-20 tology
Mmr 1 pa3 B JieHb ,
7-10 nmei https://www.science
direct.com/science/a
Mebrmzportins BHYTPE 2575 i le/pii/S03650596
MT 2 pa3a B JIeHb b0306048
, 7-10 gHeit
Kerotugen BayTps 20 mr 1
pa3 B ieHsb , 7-10
THeln
J6acThH Baytps 10-50
Mr 2-3 pasa B
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nIeHb , 7-10 nueit

['unocencuOUIU3U

pyIoIIne cpeacTBa

Hatpuii Tuocynbdar

B/B  KalleJILHO
30%-10 mn 1 pa3
B nmeHr , 7-10

THEN

C

https://www.rodv.ru

upload/iblock/eac/e

acb3e5d68c5dde014

Kamnuii rirokoHar

B/B  KaleJbHO
100 mr/mi - 5 Mo
1 pa3 B nesb , 7-

10 nuent

5d239¢1260ac30.do

cx

MoueroHHble

cpcacTBa

Dypocemu

[Ipu B/B
(cTpyitHOM) WK
B/M  BBEICHUH
703a TUTST
B3POCIIBIX

cocrasisier 20-
40 mr 1 pas/cyr,
B OTJCIBHBIX
ciydyasx - 2

pasa/cyr.

C

https://www.pemphi

gus.org/treatments/

AHTHOMOTUKOTEPA

1805821

DPUTPOMUIIH

0,5-1,0r
epopabHo 3
pasa B CyTKH B
teuenue 7-10

nHen [3].

B

https://www.pemphi

gus.org/treatments/

Kinapurpomunyx

0,25-0,5r
TepopaIbHoO 2
pasa B CyTKH B
teyenue 7-10

nue [2-3].

IA3UTPOMUIIH

05r
nepopaibsHo 1
pasa B CyTKH B

TeueHne 3 mHei
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[2-3].

[ledbTprakcon

1-2 r B neHb
i 20 - 80
MI/KT B JI€Hb,
BHYTPUMBIIICYH
0 WJIH
BHYTPUBEHHO B
teyenue 10

THen

JleBodmokcanuu

Tab6 250-500
MT IIEpOPaIbHO,
€XKETHEBHO B
TeueHue 2

HEACIb

IAMOKCHUILIJLINH

KJIaByJIaHOBasd KUCJIOTa

B3POCJIBIM U
JIETSIM CTapIie
12 net (Maccou
40 kr u 6oiee)
Ta0JIETKH,
TTOKPBITHIE
IJICHOYHOM
o0oouxoit, 250
mr + 125 mr o
1 Tabmetke 3
pasa B CyTKH
wi 875 mr +
125 Mr—mo 1
tabnerke 2 pa3a
B CyTKH B
Teuenue 5-14
ITHEU UiIn
Ta0JIETKH
TUCTICPTHPYEMBI
€ B3pPOCIIBIM U

ACTAM CTapuIc
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12 et (Maccoit
40 kr u 6oiee) —
o 500/125 mr 3
pasa B CyTKH B
tTeueHue 5-14
JTHEH, IETSIM OT
2 no 12 ner nian
C Maccoil rena
menee 40 kr —
mo 125/31,25 mr
i 1o 250/62,5
MT B J103aX, HE
MIPEBBIIIAOIINX
2400/600 mr B
CyTKH, B 3
npuema B

Teuenue 5-14

BI/ITaMI/IHOTepaHI/IH

THen
[nanoxoOanaMuH B/M Wik B/BTIO  |A
1 MT eXXeIHEBHO
(Buramnn B12) https://www.rodv.ru
B Te4eHue 1-2 .
upload/iblock/eac/e
HeJENb,
acb3e5d68c5dde014
MO AEPKUBATOLI]
P 5d239¢1260ac30.do
as mos3a 1-2 mr
cX
B/M WIH B/B - OT
1 paza B
Heenro, 1o 1
pasa/mec.
[TupuIOKCHH THIPOXIOPH/T B/M, 103y
(BI/ITaMI/IH B6) HpeHapaTa Bpaq

Ha3HA4aeT
WHIUBUAYaTHHO
u3 pacyera 1-2
MI/KT MaccChbl

TCJIa B CYTKH.
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Kypc neuenns —

2 HEIEU.

PubodnaBruHa MOHOHYKJICOTH/T

(Butramun B2)

BHYTpB: B3pOCIIbIM - 5-
10 Mr B CyTKHU; IETIM -
2-5 mr 1 pa3 B CyTKH.
JnurensHOCTh
neuenus - 1-1.5 mec.
B/M: 1 ma 1%
pactBopa (0.1 r)

1 pa3 B cyTKu B

teuenue 10-15
THEH (1eTaMm -
3-5 nueit),
3areM 2-3 pa3a B
HEJIETIO; KypC
neuenns - 15-20

UHBEKIUH.

TramuHa rUAPOXIOPU

(Butamun B1)

B/M (TIIy00KO)

Hauunate BBencHUE
npenapara
PEKOMEHYETCS C
MaJbIx 103 (He OoJee
0,5 M1 5% pactBOpa) U
TOJIBKO IPH XOpOIIeH
HePEHOCUMOCTH
NepexoIuTh Ha Oosee
BBICOKHE JTO3BI

B3pocibiM Ha3HAYAOT
o 25-50 Mr THaMHUHa
ruapoxsopuaa (0,5-1
M 5% pactBopa) 1 pa3
B CYyTKH, ©)KETHECBHO;
IeTsaM — 1mo 12,5 mr
(0,25 M1 5% pacTBOpa)
1 pa3 B CyTKH.

Kypc neuenns
cocrasyser 10—

30 UHBEKIUH.
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Anbda-nunoeBas KUCIOTa

B/B KamlelbHOMI
nH(QY3UH B3pOCIIBIM B
no3e 600 Mr B cyTKHU B
TeuyeHue MUHUMYM 30

MUHYT.

BuyTps

B3pPOCIIBIM U
JETSIM cTapiie
14 net - mo 1
karcyJsue | pa3 B
JIeHb Tepe
€0H.
[Iponomxurens
HOCTh TIpHeMa -
He MeHee |

MecsIa

Ansa-Tokodeporna

arierat (Buramun E)

BnyTtps nocne
€/1bl B
J03UPOBKE 110
50— 100 mr B
JICHb
(AU TETHEHOCTH
npuema - 20-40

JTHEH )

Butamuua A + E

BHYTPb ITOCJIC
1138:}
JIO3UPOBKE
ButamuH E 1o
100 mr +
BUTaMHUH A
100 000 ME B
JI€Hb

(AU TETEHOCTH
npuema - 20-40

JTHEH)

Petunona ancrar

Bricmas cyrounas
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(Butamun A)

J103a JUIs B3pOCIBIX HE
JIOJ’KHA MPEBBIIIAT
100 000 ME

33 000-100
000 ME/cyt

AckopOUHOBasi KHCIIOTa

(Butramun C)

Bnytps, B/M, B/B

Jns
PO UITAKTUKH
Jne(UIIUTHBIX
COCTOSIHMI - 25-
75 mr/cyT, s
neyenus 250
Mr/cyT u Ooiee

B Pa3acCICHHBIX

J103ax

Xonekanbruudepor Koppekmus nedurnmra

ButamuHa D (ypoBeHn

(Buramun D) 25(0H)D <20 Hr/wi)
- 50 000 ME

€)KEHEJIeNIbHO B
TE€4YeHHE § HElleNb
BHYTpb

- 200 000 ME
€KEMECAYHO B TEUCHHUE
2 MecA1EeB BHYTPb

- 150 000 ME
€KEMECAYHO B TEUCHHUE
3 Mecs1EeB BHYTPb

- 6000 - 8000 ME B
JIEHb - 8 HEJIENb BHYTPE

Koppekuus HeocTaTke
BuTtamuHa D (ypoBeHb
25(0OH)D >20 n <30

HI/MJT)

-50 000 ME
eXEHEJIELHO B
Teuenne 4 Heneb
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BHYTPb
- 200 000 ME

OJIHOKpPaTHO BHYTPb

- 150 000 ME
OJIHOKPaTHO BHYTPh

- 6000 — 8000 ME B
NeHb - 4 HeJen BHY TP

[Tonnepxanue ypoBHEY
ButamuHa D >30 Hr/mi]

- 1000 - 2000 ME
€KETHEBHO BHYTPb
-6000-14
000 ME
OJTHOKPATHO B

HEJIEII0 BHYTPb

['1BII Putykcumab B
https://recipe-
russia.ru/wp-

B/B 375 Mr/m2
content/uploads/202
IIIIT mo cxeme
3/12/360-
369_derm_4-
2023_v9.pdf
IMMyHOCYyTIpecCHB A3zatuonpuH tabnetku SO0 Mmr B
HBIE ITpeTapaThl S https://recipe-
110351 0.5-1 russia.ru/wp-
content/uploads/202
MI/KI/1eHb
3/12/360-
MOKHO o
369 derm 4-
YBEJIMYUTH JIO R
2-3 MI/KT/neHp 2023 v9.paf
B 3aBUCUMOCTH
oT
MIePEHOCUMOCTH
MMAIAEHTOM.
Mukodenosnat MopeTH 2000-3000 B
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MI/IEHb [0

CXEMCE

https://recipe-

russia.ru/wp-
content/uploads/202

3/12/360-
369 derm 4-

2023_v9.pdf

Merotpekcar

10 mr/mu 2 Mit

15-30 mr 1 pa3 B
HEJIEITI0 IIEPOPaIBHO

B

https://recipe-

russia.ru/wp-
content/uploads/202

3/12/360-
369 derm 4-

2023_v9.pdf

(npu

donueBasa kucinora

IMPUMCHCHUUN

METOTpeKcaTa)

BuyTps nocne eapl

B3POCJIBIM T10
1-2 mr (1-2
tabnerkn) 1-3
pasa B CyTKH.
MaxkcumanbHas
CyTOYHas 703a
—5wMr (5
TabJIETOK).
Hetram B
BO3pacTe
crapiue 3 JIeT 1o
1 mr (1
tabnerka) 1-2
pasa B CyTKH
MaxkcumanbHas
CyTOYHas 703a
—2wMr (2
tabnetkn). Kypce
JICUECHUS
cocrasisieT 20—

30 nqHen

B

https://recipe-

russia.ru/wp-
content/uploads/202

3/12/360-
369 derm 4-

2023 v9.pdf
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HauvanpHas
J03a
LHUKIIOCIIOPUHA
COCTaBJISIET OT

2,5 1o 3 Mr/Kr

B

https://recipe-

russia.ru/wp-
content/uploads/202

3/12/360-

B3pocnbim: oObranast

Macchl Teja B 369 derm_4-
CYTKH B 2 2023_v9.pdf
npuema. B
TSKEITBIX
CIIy4asix TIpu
HEe00XOIUMOCTH
03a mpernapara
[HuknocnopuH A pelap
MOXET OBITh
2,5; 5 mr/kr/cytka 10, 25,
yBEJIUYEHA J10
50, 100 wmr kamcyna, .
MaKCHMaJIbHOM
100/1 ma dakon
— 5 MI' HA KT
Macchl Teja B
cytku. IIpn
JOCTHKECHUHT
MIOJIOKUTETHEHOT
0 pe3ynbTaTa
103y
HE00X0IMMO
MOCTENIEHHO
CHIDKATH 0
MOJTHOMN
OTMEHBI.
3aMeHsroIas IMMyHOT100y THHBI B
UMMYHOTEpaIus (OYHMINEHHBIH  Tpernapar https://recipe-
B/B 2 1/KT .
1gG) russia.ru/wp-
Macchl Tea,
BBOJIUMBIX B content/uploads/202
TeueHue 3-5 3/12/360-
HEW.
A 369_derm_4-
2023_v9.pdf
AnTUMHuKOTHKOTEp  (TepOuHadun

55



https://recipe-russia.ru/wp-content/uploads/2023/12/360-369_derm_4-2023_v9.pdf
https://recipe-russia.ru/wp-content/uploads/2023/12/360-369_derm_4-2023_v9.pdf
https://recipe-russia.ru/wp-content/uploads/2023/12/360-369_derm_4-2023_v9.pdf
https://recipe-russia.ru/wp-content/uploads/2023/12/360-369_derm_4-2023_v9.pdf
https://recipe-russia.ru/wp-content/uploads/2023/12/360-369_derm_4-2023_v9.pdf
https://recipe-russia.ru/wp-content/uploads/2023/12/360-369_derm_4-2023_v9.pdf
https://recipe-russia.ru/wp-content/uploads/2023/12/360-369_derm_4-2023_v9.pdf
https://recipe-russia.ru/wp-content/uploads/2023/12/360-369_derm_4-2023_v9.pdf
https://recipe-russia.ru/wp-content/uploads/2023/12/360-369_derm_4-2023_v9.pdf
https://recipe-russia.ru/wp-content/uploads/2023/12/360-369_derm_4-2023_v9.pdf
https://recipe-russia.ru/wp-content/uploads/2023/12/360-369_derm_4-2023_v9.pdf
https://recipe-russia.ru/wp-content/uploads/2023/12/360-369_derm_4-2023_v9.pdf

arus

no3a - 250 mr (1 Ta6.) 1

https://www.rodv.ru

pas/cyT.

upload/iblock/eac/e

Jeram npu

acb3e5d68c5dde014

Macce TCiia

5d239¢1260ac30.do

meHee 20 Kr —
62.5mr 1
pas/cyrt. [Ipu
Macce Tela oT
20 xr o 40 kr -
125 mr 1
pas/cyrt. [Ipu
Macce Teja
oomee 40 xr -
250 mr 1
pas/cyT.

cx

CenaTUBHBIE

rpenapaTsl

BanepuaHbl 5KCTpakT

BnyTtps. B3pocibie u
JleTu ctapiie 12 ner -

C

https://www.rodv.ru

no 1-2 tabneTku 3 pase
B JICHb TIOCJIE €/IbI.

upload/iblock/eac/e

JmuTenbHOCTh Tepanuy

acb3e5d68c5dde014

cocTaBisieT 2-4 Heneny
IIpoBeneHue

5d239¢1260ac30.do

ITOBTOPHBIX KYpPCOB
JICUCHHA BO3MOKHO IIO|
HAa3HA4YCHUIO Bpayda.

cx

AnoHUC-0poM

BuyTtps, 1o 1 1a6. 3
pas3a/cyT mocie efibl.
Kypc neuenus - 25-30
JTHEW.
[enecoobpa3zHocTh
MIPOBE/ICHUS
MTOBTOPHBIX KypCOB
OTIPENIEIISIETCS] BPAYOM,

IIpumeyanmue:

I_l03lflpOBKa H KOJIUYECCTBO IMpemapaToB ONpPEaACHsAIOTCd BpavoM

HHAUBUAYAJIbHO.

IIpenaparsl

A YBJIAKHCHUSA

KOKH(3MOJIEHTHI),

MEAUIMHCK

e  M3Jeud,

0MOJI0rH4YeCcKH AKTHBHBbIC 100aBKH, MUKPO3JIeMEHTbl, BATAMHHBI, aHTHOKCUAAHTHI U
KOCMETHYECKHEe CPeACTBA MOIYT NPHMEHSThCA IO He00XOAMMOCTH NpPH JIeYCHHH
AEPMATOJIOTHYeCKHX OOJBbHBIX, €CJM OHM He HMEKT MNPOTHBONOKA3AHMHA H
cepruuuupoBanbl Ha TeppuTopuu Pecny0siuku Y30ekucran.

IIppuMeHeHHe HaApPYKHBIX M CHCTEMHBIX AHTHOAKTEPHAJIBHBIX CPEACTB, TONMHYECKHUX
IJIIOKOKOPTUKOCTEPOUI0B U KOMOMHMPOBAHHBIX NPENapaToB NPOBOAUTCH CTPOro Io
MOKA3aHUAM, ¢ Y4ETOM KJIMHUYECKON HEO0X0AMMOCTH.

Bb100p KOHKPETHOrO Npenapara onpeaeJasieTcst Jje4auuM BpauoM.
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Ecan HeoOXxoauMblii mpenapar W3 ONpeeJéHHON IpPyNnmbl OTCYTCTBYeT B IlepevHe,
YTBEPKAEHHOM U1 IPUMEHEHHS B CTAlIMOHAPE, WX BPEMEHHO HeJOCTYIIeH, Bpa4 MOKeT
HA3HAYMTH AJIbTEPHATHUBHBIN Npenapar (nmpenaparbl ¢ pa3HbIM MEXaHU3MOM /el CTBH,
HO O/IHOH TepameBTHYecKO# WeJblo). BbIOOp JiekapcTBa ocCyliecTB/sIeTCSl HA OCHOBe

KJIMHUYECKOH CUTYyalMu, COCTOSIHMS MALMEHTA U IOCTYNHBIX pecypcoB.

AHTI/IFI/ICTaMI/IHHLIe, ACSHHTOKCHKAIIMOHHbIC U rnnocencnﬁn.ﬂmnpymmne JIC

Ha3HAYAKTCHA IPU HAJINYINH 3yJda U lII/ICKOM(l)OpTa

IMokazanusa AJisl TOCIIUTAJIU3ANMH C YKa3aHUEM THIIA F'OCIIUTAJIU3AIUM

4.1 Iloka3anus JUISl IJIAHOBOM TOCHUTAIH3ALMMT:

NOSIBJICHUE  CBEXKUX BBICBIIAHUH Ha KOXE WJIM CIU3UCTBIX  000JI04Kax
(HeahpexTBHOCTH Tepanuu B aMOyJIaTOPHBIX YCIOBHSIX);

HaJIM4YUC BTOPHUYIHOI'O I/IH(bI/II_[I/IpOBaHI/If{ B odarax ImnmopaxxcHus

4.2 Tloka3zaHus sl IKCTPEHHOH roCIUTAIU3AIUM:

nopaxkenre COIIP u HeBO3MOXKHOCTH NpUEMA MUILH.

S5.Xupypruuyeckoe BMelIaTeJbCTBO: HET

6.JlajbHeililliee BeAeHHeE:

[TanmeHTs! € My3BIPYATKON TOJKHBI HAXOAWUTHCS TOJ MOCTOSHHBIM JUHAMHUYECKUM
HaOI0ieHuEM Bpaya-IepMaTOBEHEPOJIOTA " CMEKHBIX CIEIMAINCTOB
(MyIBTUAMCUUIUIMHAPHBINA TOIXON)

KpaTHocTh mocemieHusi Bpada-AepMaTOBEHEPOJIOra JOJDKHA 3aBHCETh OT CTENEHU
TSDKECTH ITy3bIpyaTKu U cyTouHOM 1036l ' KC Tepanun

Knunnueckoe oOcieoBaHHE M MOHUTOPHHI OCHOBHBIX JIAOOPATOPHBIX TECTOB
MIPOBOAMTCS, B cpenHeM | pa3 B 3-6 mecsues. IlepeueHs vccnenoBaHuil U3I0KEH B
MPUIIOKEHU U

[TanenTsl MOryT OBITH JOIYyLIEHBI K paboTe, He Tpedyrolle uYpe3MepHOro
(bU3MYECKOTO U YMCTBEHHOTO MEPEHANPSKEHUS

bonbHbIM co Bcemum (Qopmamu My3bIpUAaTKM MPOTHBOIIOKA3aHA HMHCOJIALHNA,
HE0OXOIUMO TOCTOSIHHO HCIOJIb30BaTh COJHIIE3AIIUTHBIE KPEMbI ¢ MaKCUMalbHON
CTENEeHbIO 3alUThl. BOJIBHBIM BaKHO COOMIOAATH PEXUM Tpyda, OTAbIxa U cHa. He
JIOMTyCKaeTCsl JIeUeHUEe MUHEPATbHBIMU BOJIaMU U IPS3sSIMU Ha KypopTax, JeueOHble U
KOCMETHYECKHE Maccakxu

Nuaukaropsl 3p(PeKTHBHOCTH JIeYEHNS:

OTCYTCTBME CBEKMX BBICHIIIAHUN;
SMUTEIN3ALHNS SPO3UL;
IIOBBIIIICHUE KaUE€CTBA XU3HU,
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JIOCTUKEHHE CTOMKONW PEMHUCCHH.
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HAIIMOHAJIBHBIN KJIMHUYECKU MPOTOKO.I
MEAUIIUHCKUX BMEHIATEJIBCTB 110
HO3O0JIOI'UA «ITY3BIPYATKA)»

Tamkent — 2024
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1) Beenenue:

PasBuTtHe my3pipuaTku HAOMIOAETCS y TEHETHYECKH IPEAPACTIONOKEHHBIX JIHII.
Haubonee 3HaunMoOl SIBISIETCS acCOLMALUS C OMPEIEICHHBIMHU QJJICISIMU T'€HOB TJIABHOTO
koMIuiekca rucrocoBMectTumoctu (HLA) [1]. B pa3HbIx cTpaHax oOHApYKUBACTCS KOPPEIISIIHS
C pa3lIMYHBIMHU ajuIeNIIMHU TeHOB, kKoaupyronmx HLA [2—7]. 3aboneBanue pa3BUBaeTCs MOJ
NEHCTBHEM pa3IU4YHBIX (HAaKTOpPOB (IIPHEM JICKAPCTBEHHBIX MPEMapaToB, COJACPIKAIINX
THUOJIOBBIC TPYIIBI, WHCOJSANMS, WH(PEKIMOHHBIE areHThl; CTpecc; YHmoTpediieHue
OTpe/eNICHHBIX MUIIEBBIX MNPOAYKTOB; (u3nueckue (QakTopbl M Jp.), OJHAKO 3a4aCTyIO
OTIPENICTUTh TPOBOIMPYIOMUK (DaKTOp HE MpeacTaBiseTcs BO3MOXKHBIM [8]. B mpomecce
3a00J€BaHUs ~ MHUIMUPYETCS  pAClIO3HABAHUE  AHTUTECHIPE3CHTUPYIOHNIMMHU  KIIETKaMHU
COOCTBEHHBIX MOJIEKYJI, BXOSIIMX B COCTaB IECMOCOM, OTMEHa TojiepaHTHOCTH T- u B-kieTok
K COOCTBEHHBIM ayTOAQHTHUT€HAM M CHHTE3 ayToaHTuTen [9]. AyTOMMMYyHHBIE MPOIECCHI
OPUBOJAT K Pa3pylICHUIO CBSI3W MEXAY KIETKaMU SnujepMuca (aKaHTONIM3Y) 3a CYeT
obOpasoBanus IgG-ayToaHTUTENl K TaKk HA3bIBAGMBIM  «IEeMQUTYCHBIM» aHTHTECHAM
(BaKHEMIIMMHM M3 KOTOpPBIX SBISAIOTCA JecMoryienH 1 u 3) U CBS3bIBaHUS MX C
TJIMKOMIPOTEUaMH KJIETOUHBIX MeMmOpaH. CdopmupoBaBiIecss UMMyHHbIE KOMIUIEKCHI B
JAIbHEUIIEM BBI3BIBAIOT pPa3pylIeHHE JeCMOCOM U TMOSBIEHHE BHYTPUAIHAEPMAIbHBIX
ITy3bIPEH.

3aboneBaeMOCTb My3bIpYaTKoi B ctpanax EBponsl u CeBepHOIT AMEPUKH COCTaBISIET B
cpennem 0,1 o 0,2 ciiyqyaeB Ha 100 000 nHacenenus B rox [10].

B Poccuiickoii denepannu, cornacHo AaHHbIM DeiepaibHOro CTaTUCTUYECKOTO HAOII0IEHN S,
B 2014 romy 3aboneBaeMOCTh My3bIpuaTkoil coctaBuia 1,9 ciygaeB Ha 100000 B3pocioro
HaceseHus (B Bo3pacte 18 jer u crapiie), a pacupoctpaHeHHOCTh — 4,8 cimyuaeB Ha 100000
B3POCJIOTr0 HACEJICHHUS.

2) Onpenenenue:

[Ty3pipuatka (cuH.: memuryc) — rpymmna OyJJIe3HBIX IepMaTO30B, MPU KOTOPHIX
MAaTOTEHETUYECKasT POJIb MPUHAMICKUT IUPKYIUPYIOUIUM ayTOAHTUTENaM, HaIlpaBICHHBIM
MPOTUB AaHTUTEHOB CUCTEMBI JIECMOCOMALHOTO afapaTa MHOTOCIOHHOTO MITOCKOTO TUTEHUS
(ko’ka, CIM3UCTBIE OOOJIOYKH TMOJIOCTH pTa, MUIIEBOJA U JPYruX OpraHoB).3. Memoowl,
nooxo0ut, npouedypsl 1e4eHus

1) 1enb mMpoBeACHUS MPOIEIYPhl WM BMEIIATEIbCTBA: OBICTpAst SMUTEIN3AIUSL

3pOo3uid

2) NpOTUBOINOKAa3aHUs K MPOLEIYpe UIN BMEIIATENbCTBY: - HET;

3) mokazaHus K MpoLeIype WU BMEIIATEIbCTBY: - HATMYHUE dPO3UH
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4) TpeOoBaHMsI K CIIEIHATKNCTY, IPOBOISALIEMY MPOLEAYPY UIH BMEIIATEILCTBO:

YMEHHE NIEPEBA30UHBIMU MaTepralaMu
5) nepeyeHb OCHOBHBIX U JOMOJHUTEIbHBIX JUArHOCTUYECKUX MEPONPUITHI B MOATOTOBKE
K MPOIeAypE WK BMEIIATEIbCTBRY:
JlJi MOCTaHOBKM JTMarHo3a HE0OXOAMMO MPOBEACHHE CIEeYIOMINX UCCIEI0BAHUI:
- KJIMHUYECKU ocMOTp O0IBHOTO;
- onpezenieHue cumnroma Hukomnabsckoro;
- MUTOJIOTMYECKOE HCCIIEJOBAHNE Ha aKaHTOJIMTUYECKHE KJIETKH B Ma3Kax-OTIIeyaTKax co JHa
CBEXKHUX IPO3UIl CIM3UCTBIX O0O0JIOYEK W/WIIM KOXH (HAJIUYUE aKaHTOJIUTUYECKUX KIIETOK
ABJISIETCS] HE TATOTHOMOHHUYHBIM, HO OU€Hb BaXKHBIM IMArHOCTUYECKUM IIPU3HAKOM; B HayaJe
3a00sieBaHUs, OCOOCHHO MPHU ceOOpeiHON My3bIpUaTKe, aKaHTOJUTHYECKHE KIETKH MOTYT
OTCYTCTBOBATh);
- THUCTOJIOTHYECKOE HcclefoBaHue (MO3BOJIIET OOHAPYX UTh BHYTPUAIHUACPMAIBbHOE
pacTooKeHUe MIeNel U/UiH My3bIpei );
- METOJ HENpAMONH MMMYHOQIIIOOpecHeHINN (TI03BOJISIET BBIABUTH LUpKyJupyomue [gG-
ayTOAaHTHUTENAa TPOTUB AHTUTCHOB MEXKKJIETOYHOM CBs3bIBaromiell cyOcTaHUUM), MAJs
MPOBE/ICHUSI aHAIIM3a UCIIOIb3YETCs CHIBOPOTKA KPOBU OOJIBHOTO;
- METOJ1 IPSIMOM UMMYHO(]IIFOOpECeHIIUH (I103BOJISIET BBISIBUTH UMMYHOITIOOYJIMHBI Kilacca
G B MEXKJIETOYHOM CKJICMBAIOIICH CyOCTaHIIMM AMUIEpMUcAa B OUOMNTATE BUIUMO 3I0POBOM
KOH, MTOJTyYEHHOM PSI0M C 04arom IMopakeHus);
Jlisa ompeneneHust COCTOSIHHSL OOJBHOTO, BBISBICHUS BO3MOXKHBIX OCJIOXHEHMH paHee
MPOBOJMMOI Tepanuu TIIOKOKOPTUKOCTEPOUAHBIMU U JAPYTMMH HMMYHOCYNPECCHBHBIMU
npenaparaMM W Ha3HA4eHWS CONYTCTBYIOIIEW Tepamuu HEOOXOIUMMO IpOBEIACHUE
CIEAYOIUX UCCIEIOBAHUN:
- KJIMHUYECKUI aHaJIn3 KpoBH (C 0053aTeIbHBIM OINpeIeICHHEM YPOBHS TPOMOOIIUTOB);
- OMOXMMMYECKHI aHalW3 KpPOBH (C ONpeaereHHeM YpOBHS OwinpyOuHa, TpaHCaMHHa3,
TJIIOKO3bI, KpeaTUHHUHA, OeJIKa, KaJlusl, HaTPpusl, KaJbIus);
- KIMHUYECKUI aHaJIu3 MOYH;
- OINpEAcNIEHHE IIJIOTHOCTM KOCTHOM TKaHM B COOTBETCTBUM C KIMHUYECKUMU
PEKOMEHAIUAME IO THATHOCTHKE, MPOGUIAKTUKE U JICUSHHUIO ocTeonoposa [11];
- peHTreHorpadus OpraHoB I'pyAHON KJIETKH;
- YIBTPa3BYKOBOE UCCIIEI0BAHNE BHYTPEHHUX OpPraHOB.
ITpn MOPAKEHUN CIIM3UCTBIX o0osouek PEKOMEHYIOTCS KOHCYJIbTALIUH
OTOPUHOJIAPUHTOJIOTA, OKYJHMCTA, TUHEKOJIOTra, yposora (Mpyu HaJIWUYUU COOTBETCTBYIOIIMX

nokaszanuii). [Ipu BO3HHKHOBEHUH MOOOUYHBIX 3()(PEKTOB OT JeUEeHUs] MOTYT MOTPeOOBaTHCS
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KOHCYJIbTallMH: TCPpaAIlCBTA, KapAMWOJora, raCTposHTCpOJiora, SHAOKPUHOJIOra, Mmcuxuarpa,

XUpypra, TpaBMaTojora, prusnarpa, ”MMYHOJIOTA.

Al

AHTI/IFI/ICTaMI/IHHBIC, JC3HMHTOKCHKAIlMOHHBIC u FI/IHOCCHCI/I6I/IHI/I3I/IPYIOH_[I/IC JIC
Ha3HAYarOTCA IMIPHU HAJIMYKUHU 3ydad WK B TCX ClIydadX, KOTAa MMOABJICHHUE CBCXKUX Hy3blpeﬁ

COIMPOBOKAACTCA TUIICPCPIrUICCKUMU CUMIITOMAaMHU.

Cneuuduueckas Tepanus:

Jus  nedenuss TaOKokoptukocrepouansie mpemapatel  (I'KC), wambomee wyacto
IIPUMEHSIIOT TNPEAHU30JOH , Jpyrue IoKokopTukocrepouaneie mnpenaparsl (I'KC)
Ha3HAYaloT B COOTBETCTBUU c IIPEIHU30JI0HOBBIM 9KBHUBAJIEHTOM.
Ha nepBom 3Tane npoBoIuTCs Tepanus MakcuManbHbIMU J1o3aMu cucTeMHbIX ['KC (80—
100 Mr B cyTKHu, HO HE MeHee | MI Ha KI' Macchl Tena 00JIbHOr0) B TE€UEHHUE 3 HEIElb,
pexxe — 4 u Oonee Hemenb. [Ipu TsKENOM cocTOSTHMM OOJIFHOTO HA3HAYAKOT U Oojee
BbicokMe 110361 ['KC — no 200 mr B cytkm u Bbime. CyTouHyro 103y Ipenapara
MPUHUMAIOT CTporo B yrpeHHue dackl (10 11.00). ITpu stom npuem Boicokux 103 KI'C
MOYKHO OCymIIecTBIATh B /1Ba otana B 7.00-8.00 u 10.00—11.00, HO 00s3aTeNnbHO TIOCTE
Kaxkgoro npuema nuui. Ilepopanbhbiii npuem Bbicokux 103 I'KC MOXHO yacTUYHO
3aMEHUTb €ro NapeHTepabHbIM BBEICHUEM WIIM BBEJCHUEM MIPOJIOHIMPOBAHHBIX (GOpPM
npemnapara (He yaie 1 paza B 7-10 nueil).

Kputepun OLEHKM TOJOXUTENbHOTO 3(dexTta OT JeUeHUs CHUCTEMHBIMU
[IIIOKOKOPTUKOCTEPOUIaMH  ayTOUMMYHHOM — Iy3BIPYATKH: OTCYTCTBHE  CBEXHX
OyJJIe3HBIX BBICHIAHUMN; SMUTENU3alMs 2/3 04aroB MOPAXEHUH C MPOJOIKEHHEM
aKTUBHOM SIUTENIU3alMeNd COXPAaHSIOMUXCS 3PO3UBHBIX J€(EKTOB, B YaCTHOCTH
pacrojararoiuxcsi Ha CJIU3UCTON 000JI0YKE MOJIOCTU PTa; OTPULATENbHBIN (peHOMeH
Hukonbckoro; oTcyTcTBHE aKaHTOJIUTUYECKUX KIIETOK.

BTtopoii aTan Tepanuu paszneneH Ha 7 cTyneHed CHUKEHHUs J03bl ¢ 65 mr g0 20 mr B
CYTKM ¥ COOTBETCTBYET CPEAHHMM J103aM CHUCTEMHBIX TINIFOKOKOPTHKOCTEPOMIHBIX
MpernapaToB MpH my3bipuaTke. [[pogoKuTenbHOCTE 3Tana CoCcTaBseT 9 Heemb.
[TepBonavanbroe cHmkeHue 10361 [ KC Bo3MokHO Ha 1/4—1/3 oT MakCUMalTbHON 1031
nocjae JOCTH)KEHUS OTYETIMBOIO TepamneBTHYecKoro »sddexra (mpekpalieHue
MOSIBJICHUSI HOBBIX Iy3bIPEM, aKTHBHAs snuTenu3anus 3posuil). He pexkomenayror
CHIDKATh 103y TMpU HAJIUYUU AKTUBHOM MHCOJSIMH, OCTPbIX HH(EKIIMOHHBIX

3a00JyieBaHUN U 00OCTPEHHUM XPOHUYECKHUX 3a00JIeBaHUM.
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Hapy:xnasa Tepanusi. O6nacte my3sIlpeld, 3po3uil 0OpabaThIBalOT PaCcTBOPOM AHWJIMHOBBIX
KpacuTened, Mpu HaJIUMYUM BTOPUYHOM MHGEKIMH — a3po3oisiMu, coaepkammmu ['KC u
aHTHOaKTepuasbHble npenapatel. Ha 3po3un B 00nacTu cinu3ucTod 000JI0YKHM HOJOCTH pTa

HAaHOCAT aHTUCCIITUHYCCKUEC PACTBOPHBI AJIA MMOJIOCKAHHUH.

Takxe Ha3HayalOT aHa0OJMWYECKHE TOPMOHBI, IpenapaTbl Kauus, Kaiblus, BuTamuHbl (C,
pytuH, B2, mantotreHoByl0 u QonueByro kuciaotry). [Ipu pa3BUTHU BTOPUUHBIX HHGPEKIUI

NPUMEHSIOT aHTHOAKTEepUaIbHbIE MTPETapaThl.

6) TpeGoBaHuUs K NMPOBEJCHUIO NPOLETyphl MIIM BMELIATEIbCTBA: ONUCHIBAIOTCS YCIOBHS IS
IIPOBE/ICHUS IPOLIETypbl MIIM BMELIATENbCTBA (TPEOOBaHMSI K COOIIIOICHHUIO Mep O€30I1aCHOCTH,
CaHUTAPHO-TIPOTUBOSMHUIEMHUYECKOMY PEXKUMY), TpeOOBaHHS K OCHAICHHIO, PACXOJHBIM
MaTepuaiaMm, MeJUKaMeHTaM: UCI0Ib30BaTh IEPEBA30YHON KIMHUKU.

7) TpeOoBaHMA K NOJATrOTOBKE NalMeHTa (ONUCaHME Mpoliecca IMOATOTOBKM IMalMeHTa K
IPOBEICHUIO MPOLEAYyphl WM BMEIIATENLCTBO), a TaKXKe HENOCPEJCTBEHHAas METOJIUKa
IIPOBEJEHUS MPOLIETyphl (BMELIATENbCTBA)

8) nHaMKaTOpPbI () (HEKTUBHOCTH MPOLIEAYPHI MM BMEIIATEIbCTBO:

- IPEKpallleHUE MMOSIBICHUS HOBBIX BBICHITIAHUIA;

- SIUTENU3ALNS FPO3HIL;

- yCTpaHeHUe HHPHUIIMPOBAHUS B 0Yarax mopakeHus
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Beenenmune:
PazBuTHe my3pIpuaTKu HAOMIOMAETCS Y TEHETUYECKH MPEapacloioKeHHbIX null. Hanbomnee
3HAYUMOM SIBJIAETCS acCOLMalUs C ONPEIEICHHbIMHM AJUIEJIIMU F'€HOB INIABHOIO KOMILIEKCA
ructocopmectumoct (HLA) [1]. B pa3Heix cTpaHax oOHapy»XKHUBaeTCS KOPPENAIUs C
pa3IMYHBIMHU aJUIeNIIMH TeHOB, koaupytomux HLA [2-7]. 3aboneBanue pa3BUBaeTCs MOJ
NEHCTBHEM pa3IU4YHBIX (HAaKTOpPOB (IIPHEM JICKAPCTBEHHBIX MPEMapaToB, COJACPIKAIINX
THUOJIOBBIC TPYIIBI, WHCOJSANMS, WH(PEKIMOHHBIE areHThl; CTpecc; YHmoTpediieHue
OTNpe/eNICHHBIX MUIIEBBIX MNPOAYKTOB; (u3nueckue (GakTopbl U Ap.), OAHAKO 3a4aACTYyIO
OTIPENICTUTh TPOBOIMPYIOMUK (DaKTOp HE MpeacTaBiseTcs BO3MOXKHBIM [8]. B mpomecce
3a00J€BaHUs ~ MHUIMUPYETCS  pAClIO3HABAHUE  AHTUTECHIPE3CHTUPYIOHNIMMHU  KIIETKaMHU
COOCTBEHHBIX MOJIEKYJI, BXOSIIMX B COCTaB IECMOCOM, OTMEHa TojiepaHTHOCTH T- u B-kieTok
K COOCTBEHHBIM ayTOAQHTHI€HAM M CHHTE3 ayToaHTuTen [9]. AyTOMMMYHHBIE MPOIIECCHI
OPUBOJAT K Pa3pylICHUIO CBSI3W MEXAY KIETKaMU SnujepMuca (aKaHTONIM3Y) 3a CYeT
obOpasoBanus IgG-ayToaHTUTENl K TaKk HA3bIBAGMBIM  «IEeMQUTYCHBIM» aHTHTECHAM
(BaKHEHIIMMHM M3 KOTOPBIX SBISIOTCA JecMoryienH | u 3) W CBS3bIBaHUS HX C
TJIMKOMIPOTEUaMH KJIETOUHBIX MeMmOpaH. CdopmupoBaBiIecss UMMyHHbIE KOMIUIEKCHI B
JalbHEHIIEM BBI3BIBAIOT pa3pyLIEHUE JECMOCOM U IIOSBICHUE BHYTPHUAMHAEPMAIbHBIX
ITy3bIPEH.
3abosieBaeMoCTh Iy3blpuaTkod B crpaHax EBpomnbl m CeBepHOl AMEpUKHM COCTaBISET B
cpennem 0,1 1o 0,2 ciiyqaes Ha 100 000 nHacenenus B rox [10].
B Poccuiickoii denepannu, cornacHo AaHHbIM DeiepaibHOro CTaTUCTUYECKOTO HAOII0IEHN S,
B 2014 romy 3aboneBaeMOCTh My3bIpuaTkoil coctaBuia 1,9 ciygaeB Ha 100000 B3pocioro
HaceseHus (B Bo3pacte 18 jeT u crapiie), a pacupoctpaHeHHOCTh — 4,8 cimyyaeB Ha 100000
B3pPOCJIOTO HACETIEHUS.

Onpenenenue — [Ty3pipuarka (cuH.: nempuryc) — rpymnma O0yJae3HbIX J1epMaTo30B, IpU
KOTOPBIX TATOTEHETUYECKass pOJib MPUHAJICKUT [HUPKYJIUPYIONIMM  ayTOaHTUTEIaM,
HaIpaBJIECHHBIM TMPOTHB AHTHUTEHOB CHUCTEMBI JECMOCOMAJILHOTO afmapaTa MHOTOCIONHOTO

IIJIOCKOI'O SIIUTCIINA (KO)Ka, CIM3UCTBIE 000T0YKH IMOJIOCTH pTa, numeBoaa U Apyrux OpFaHOB).

3. Memoowt u npoyedypot npoguiakmuku peadurumayuu:
3.1. Memoowt u npoyedypuvl npoghuiaKmuxu:

1) uenb npopUIaKTUKY:
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A - [IpodumnakTrka pennaAnBOB 3a00JI€BaHUS U MOSIBICHHUS HOBBIX BOJIJIBIPEi

- MpO(UITAKTHKA CHHIPOMA OTMEHBI

2) yXOJI 3a KOXei

BricokokauecTBEHHBIA yXOJ 3a KOXEW y MalMeHTOB C IMy3bIPYaTKOM MMEET
BakHOe 3HaueHue. [lanueHtam ¢ OOMIMPHBIMU MOPAKEHUSIMHU KOXXH MOXKHO
TaK)K€ HCIOJIb30BaTh BaHHBI, COJIEpKAllle AaHTUCENTUKH. PekomeHnmyercs
MPUKPBIBATh  DPO3UBHBIC  MOPAXKEHUS  MaAJOAJAre3UBHBIMH  PaHEBBIMHU
MOBSI3KAMH  WJIM  MECTHBIMH  CMSTYAIOIIUMHU  CPEJICTBaMH, a TaKkxke

KOMITpECCaMMU.

2) pexXUM MUTAHUS U IUETa

Huera. PexomeHnyroTcss yacteie U apoOHble mpueMbl numm [40]. [Ipu nopaxenun

IIOJIOCTH PTa B palliOH 0O0JILHOI'O BKJIIOYAIOT CYIBI-ITIOPE, a4 TAKIKE CIU3UCTLIC Kalllu C

A LCJIBIO HEC AOMYIICHHA IMOJIHOI'O0 OTKa3a OT IHIIH. I[I/IeTa A0JDKHa IMpeayCMaTpuBaTh

OrpaHU4YCHUC HOBapCHHOﬁ COJIk, YTJICBOJAOB U IIPHU 3TOM COACPKATH OCIKH ¥ BUTAMHUHBI.

3) 310pOBBIN 00pa3 KU3HU

OJICMCHTHBI 3J0pOBOTO 06pa3a JKU3HHU, NIPABUIIBHOC IMUTAHUC, (1)I/I3I/I‘I€CKa$I AKTUBHOCTD,

A PEXUM JIHA U CHA, TUTaHUE (JUETHYECKUi cToJ 15): NCKIIIoUeHne U3 palroHa TBEpIoH

ITAIIIH.

4) obuieHue ¢ poJICTBEHHUKAMU MallieHTa

l'[aI_[I/ICHTa/ YICHOB €0 CEMbU CIICAYCT O3HAKOMHUTL C OCHOBHBIMH 3THOJIOTHYCCKUMHU U

A MaTOIrCHCTUYCCKUMHA KOHICTIIUAMU ITY3bIPYATKH, BOSMOXHBIMU q)OpMaMI/I 38.6OJ'ICB8.HI/I$I,

METOJaMH JICUCHHUs] M BBIOOpOM oOpa3a XW3HH; AaTh MOAPOOHYIO HHGOPMAIHIO O

MpaBUjiaX yXxojJa 3a KOXXeW W HEeoOXOJAMMOCTH TpOBeACHHS Tepanuu. llarmmentam c
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My3BIPUATKON MOXKET NOTPEOOBATHCS MCUXOJIOTUYECKAst OJIEPIKKA, YTOOBI CIIPABUTHCS

¢ 3a00JIeBaHHEM WJIM TIOCIIECTBUSMU €T0 JieueHHs (0COOEHHO KOPTUKOCTEPOUIaMH )

5) npoduITaKTUKA CUHIPOMA OTMEHBI
- MeieHHO yMEHBIIATEe HA3HAYEHHYIO 103y KOPTUKOCTEPOUIOB IO CXEME.
A - [IpuMmeHeHne aibOBAHTHBIX UMMYHOIEIIPECCAHTOB.

- PETYJISIPHO HaXOJIUTHLCS 0] HAOIIOICHIEM Bpada

3.2. Memoowl u npoyedypul peadunumayuu:
- eJIb peabunuTanuy (yKa3bIBaIOTCS eI peaduInTaluy B JAHHON HO30JIOTUH):
- TIOJIHOE WMJIM YAaCTHYHOE BOCCTAHOBIICHHWE HAPYIICHHBIX M (MJIM) KOMIICHCAIMS YTPAYCHHBIX
(GYHKIUI MOPa)KEHHOTO OpraHa WA CHCTEMBI;
- moniepxkaHue (YHKUMHA OpraHu3Ma B TPOILECCE 3aBEPIICHUS OCTPO Pa3BHUBIIETOCS
MATOJIOTUYECKOTO MPOILIecca;
- MPEAYNPEKIACHUE, PAHHSS TUATHOCTHKA M KOPPEKIMS BO3MOYKHBIX HAPYIICHUN (YHKITHA
MOBPEKJICHHBIX OPTraHOB MJTU CHCTEM OPTaHM3Ma;
- IPEAYNPEKACHUE U CHIDKEHUE CTETIeHH BO3MOKHOW MHBAIUTHOCTH;
- YIIy4IlIEeHUE Ka4eCTBA KU3HU;
- coOXpaHeHHe paboTOCIOCOOHOCTH MAIHEeHTA;
- coIMaTbHAST MHTETPAIHsI IMallieHTa B OOIIECTBO.
4.Kpumepuu 0na onpedenenus smana u 00vema peaduiumayuoHHbIX nPoyeoyp .
(MeXIyHapOHBIE IIKAIBl COTIACHO MeXIyHapoIHOU kiaccupukanuu GyHKIMOHUPOBAHUS,
OTpaHUYEHUH )KU3HEIEATETbHOCTH 1 3710POBbs): MeXTyHapOJHbBIE CXEMBI OTCYCTBYIOT.
5. Dmanwvt u oo6vemwvt peadunrumayuu (yKazplBalOTCS dTanbl U 00BEMBI MEIUIIMHCKON
peadINTaINH, & TAK)KE MEAUITMHCKHAE OPTraHU3aIiK, HX OCYIISCTRIISIONINE, B COOTBETCTBHE
¢ mpodunem): HaGmrogenue 3a G0IbHBIMU JI€PMATOIOTaMU PAHOHHOTO YPOBHS.
6. Juaznocmuueckue meponpuamus ¢ yKazanuem ypoeHa MeOUyUHCKOU npoguiakmuxu
U peadunumayuu:

1) OCHOBHBIEC TUATHOCTHYECKHAE MEPONIPHUSITHS C YKa3aHUEM YPOBHSI JIOKA3aTEIIbHOCTH;

2) JOMONHWUTEIbHBIE JHATHOCTUYECKHWE  MEPONPUSTHS C  yKa3aHHEeM  ypOBHS

JA0Ka3aTCJIbHOCTU.
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7. TakTHKa MeANUMHCKOH MPOGUIAKTHKY WM PeadlWIMTAlUM ¢ YKa3aHHEeM YPOBHS: Ha

paliOHHOM YPOBHE

1) ocHOBHBIE TIPODUIAKTUYCCKUE WU PEaOMIUTAIMOHHBIE MEPOIPUSITHS C yKa3aHUEM

YPOBHS JI0Ka3aTeIbHOCTH;

2) IONIOTHUTEIBHBIE TPOPHUIAKTHUECKUE U peabUIUTAIMOHHBIE MEPOTIPUSTHS C YKa3aHUEM

YPOBHA OOKA3aTCIbHOCTH.

8. MHuaukatopbl 3¢Q(PexTHBHOCTH NPOPUIAKTHYECKUX U PpeadWINTANMOHHBIX
MeponpusaTHil (pe3ynbTaThl peadMIUTalud B COOTBETCTBUE C MEXAYHAPOIHBIMU IIKaJIaMHU
cormacHo  MexayHaponHo — kiaccubukanud — (QYHKIUOHUPOBAHMS,  OTPaHUYCHUN

YKU3HEACSITEIIBHOCTHU U 3/I0POBbs): MeXTyHApPOIHBIE KAl OTCYCTBYIOT.

9. Huouxamopwvt IPpekmusnocmu npogurakmuyecKux u pPeadUIUMAUUOHHBIX
Mmeponpuamuii. (pe3yjabTaTbl peadMINTAMU B COOTBETCTBUE C MEXAYHAPOJHBIMU IlIKaJIaMU
cormacHo  MexayHaponHo — kinaccubukauud — (QYHKIMOHUPOBAHMS,  OTPaHHYCHUN

KU3HCOACATCIIPHOCTH 1 SHOpOBbH)I MG)K,HYHapOI[HHe KaJIbl OTCYCTBYIOT.

10. Opzanusayuonnsvie acnekmuor npomokona:
1) yxazaHue Ha OTCYTCTBUE KOH(IMKTAa HUHTEPECOB: OTCYTCTBYET.

2) NaHHBIC PKCIIEPTOB (CIEIUATICTOB C PECITyOIUKH U 3apYOSKHBIX CTPaH);
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