IOBeHUNbLHLIN
AepMaTOMUO3UT

BoinonHuna: TyHfbILW
Anya



FOBEeHUNbLHLIM AePMATOMUO3UT Y AeTEeU - 3abonesaHne 13 rpynnbl

A dy3HbIX BonesHen CoeaMHUTENbHOM TKaHW C NPEUMYLLEECTBEHHbLIM
NnopakeHNeM NPOKCUMarbHbIX CKEMNETHbIX MbILLIL, PA3BUTUEM MbILLEYHON
cnabocTy, a TaKkxke NUNoBoI 3puUTeMbI Ha KoXe. MoCKoMnbKY aTMonorus
3aboneBaHna HeACHA, IOBEHUMbHbIN epMaTOMUO3UT BKIOYAIOT B COCTaB
reTepOoreHHoM rpynnbl MAMONaTUYECKMX BOCNaNUTENbHbIX MMONAaTUiA C BeOyLLUM
KIMUHUYECKUM MPOSABNEHNEM - MOPAXKEHNEM CKENIETHOWM MYCKynaTypbl
BOCManNUTENbLHOrO reHesa.

Y neten apyrue TUnbl MMoONaTUin KPOMe IOBEHUITbHOTO JepMaToOMMO3nTa
HabnaaT o4eHb peako.

[1o pacnpoCTpaHEHHOCTHU IOBEHUINBbHbLIN 4EPMATOMUO3UT Y AETEN 3aHMMAET TPETbLE
MecTo cpeaun anddysHbIxX 6bonesHen coegnHUTENLHOW TKaHW; OHA COCTaBnseT
1,9:1 000 000 geTen B Bo3pacTe Ao 16 net. 3aboneBaemMocCTb AeTen B cpegHeM
cocTtaBnsieT 1/5-1/8 oT Yncna 3abonesLunx B3pocnbiX. KBEHUSbHbBIN
OepMaToMMO3NT Yalle HabngalT Y AeBOYEK, YEM Y MaNbYNKOB (COOTHOLLEHNE
2:1). OTmevatoT aBa nuka 3abonieBaemMocTu - B 3-5 1 7-9 ner.



1.

Knaccudukauma BocnanutenbHbIX MUONATUN

[To goopmam:
IOBEHUITbHbLIN AEPMAaTOMNO3UT;
IOBEHWUIbHbIN NMOSTMMUO3NT;
MWNO3UT B paMKax NePeKPECTHbIX CUHOPOMOB;
MWO3NT MbILLLL OPOUTBI U Mas;
MWO3NT, aCCOLMMNPYIOLLIMNCA C OMYyXONsAMU;
dookanbHbIW, UNU HOQYNAPHLIW MUO3UT;
nponugepaTMBHbIN MUO3NT;
MWUO3UT «C BKIHOYEHUAMUY;
aMMUOTUYECKUI AePMaTOMMO3NT (AepmMaToMmno3nT 6e3 mmosunTa);
903NHOUSTBHBIM MUO3UT;
rpaHynemMaTo3HbI MUO3UT.

. ['1o npoucxoxgeHuto:
nanonaTnyeckum (NepBUYHbLIN);
napaHeonnacTUYeCKnm (BTOPUYHbIN).

. ['lo TeveHuto:
ocTpoe (10%);
nogocTpoe (80 — 85%);
nepBUYHO-XpOoHUYeckoe (5 — 10%).




[lo nepuogam:

* NpoapomMarnbHbIA (OT HECKOMBKUX OHEW OO0 Mecsua);

* MaHUMECTHbLIN (C KOXKHBIM, MbILLEYHbIM, OOLLMM CUHOPOMaMMN);

e  ANCTPOOUYECKUN (KaXEKTUYECKUIN, TEPMUHANBHbBIW, NEPMOL OCIOXHEHNN).

[Mo rpynnam:

* NEePBUYHbIN MOMONATUYECKNA MOSTMMUO3UT;

* NEePBUYHbLIN MOMONaTU4YECKUN EPMATOMNO3UT;

* JepMaToOMMO3NT/NONUMMO3NUT, COHETAOLLMNCS C ONYXONSMMU;
e JepMaToOMMO3NT/NONUMMNO3INUT, COHETAIOLLMNCS C BACKYITUTOM;

* COYEeTaHWe nonumuosuta/gepmarommosnTa ¢ AndoysHbIMM BonesHaMun
coeaNHUTENbHOW TKaHMW.

[lo cTeneHu:

« O®H 3 - HepocTaTo4HOCTL Il cTENEHU;
« ®OH 2 -1l cTeneHu;

« OH 1-IcTeneHu;

 O®H 0 - doyHKUMA cCOXpaHeHa



an/I‘-IVIHbI FOBEHUJ1IbHOIo AepmMmatoMnUO3nNTa

Cpeaun BO3MOXHbIX NPUYNH pasBUTUA AepMaTtoMnosnTa obcyxaaroT ponb BUPYCHOM
nHdekumn (Bnpycol Kokcakm A u B, nukopHaBupychbl), Bbl3biBatoLLeN 3aboneBaHne y
reHeTMYECKN NpeapacnonoXeHHbix nogen. ObcyxaatoT TP BO3MOXHbIX NMYTH
BO34EWUCTBUS BUpPYyCa Ha OpraHm3m.

-[Mpsamoe nopaxeHne MbiLLEYHON TKaHW.

-CuHTE3 AT K BUPYCHbIM Ar, HaXoAsLWMMCS Ha
MOBEPXHOCTU MbILLIEYHbIX BOJTOKOH.

-CnHTE3 ayTOaHTUTEN K BUPYCHBLIM AT,
NepeKkpEeCTHO pearnpyowmx ¢ aytoaHTMreHaMmum
(AHTUreHHaa MUMUKPUA).

O ponun reHeTUYeCKNX PakToOpPOB CBUOAETENBLCTBYIOT HAanNM4ne CEMenHbIX Criyyaes
aepmaTtoMuo3snTa, passutune sabonesaHuns y 6rmMsHeLoB, accoumnaums
aepmartommnosnTa ¢ HLABS, B14 n DR3. Kak n apyrne andpdysHble 6onesHu
COEAVHUTENbHOW TKaHW, KOBEHUIbHbIN JEPMATOMUO3UT pa3BMBaETCS NMpu y4acTum
cpenoBbIX U 3HOOKPUHHbLIX d0aKTOPOB.



NaToreHes

AIMMYHHbIE HapyLLeHNA Npu KOBEHUNBLHOM 4ePMaTOMNO3NTE BbIABIIAIOT KaK Ha
KITETOYHOM, TaK 1 Ha rymoparsibHOM ypoBHe. [MopaXk€HHble MblLULbI
NHPUNLTPUPOBAHLI aKTUBMPOBAHHLIMU T-nuMmdoumTamm n B-numdoumtamm, a
Takke Makpodgaramu, NpUYEM, Kak nokasanun nccnegosaHusi, Tknetkn obnagatot
LMTOTOKCUYECKOWN aKTUBHOCTbLIO B OTHOLLEHUW MHUopudpunn. [Npu
aepmMaToMmno3nTe pasBmBaeTCs rymoparnbHbii UMMYHHbIN OTBET, MPUBOASALLNN K
aKTUBaUMn KOMMNEMEHTA, YTO CONPOBOXAAETCs NopaKeHMeEM COCya0B
MUKPOLIMPKYNATOPHOIO pycna. Y TOYHSAT 3Ha4YEeHMe LWWMPOKOro cnekTpa
Munosutcneundguyeckmx AT: K ammHoauuncuHTetazam TPHK, yactuyam
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9. IHATHOCTHKA HJITEHEHHE HA AMBYJIATOPHOM YPOBHE:

1) Anarnocruveckune kpurepuu [1-4,.5,6,20]
Inarnocruveckue kpurepun MM, ACC u MHO3ZHTA ¢ BRIOYEHHAMH

Kaaceuseckuit TIM/JIM ACC MuOINT ¢ BRIYECHHAMN
Bohan, Peter 1975 (OpeaBAPHTCARHLIC KPHTCPHH) Askanas R.C., Di Mauro 1995 [7]
Solomon, 2011

1. CHMMETPHEHAR NPOKCHMANLHAR
CAabOCTs MLILIL MICHEBOrO ¥
TAI080I0 NOKACA, HAPACTAKUANR B
TCHCHHE OT HECKOILKHX HeAeas 10
HECKOILXHX MCOCAICH
2. XapaxkrepHbie KOAKHBIC
MIMCHCHMR
3. NEPSHYMHO-MEIICHHLIC HIMCHCHNS
no H-DMI'

4. [ HCTONOTIrHYeCKIe HIMCHCHHA
(HEKPO3 H BOCNAANTCARHAR
HEQIALTPALIHR MLILICY HBIX
BOJOKOH )

5. lNosunuesne YpoBHS
smblnetHeX» pepaenron KOK,
sornobuna, asssonaze, JUUA,
ACT, AIT

Hocmosepweets 1IM =4 xpumepus
nl-4.

Hocmoseprts  JAM=4  xpumepun,
Exuovar n.3.

Bepormnecit TTM. = 3 xpumepus n. I-
K
Bepormn ok
axvovas n.3.
Borvwoxcuei JIM=2 xpumepus nl-4.
Bozvoxcnmia  JM=2 xpumepus,
SxpowaR n.3.

AM= 3 xpumepus,

boasmme Kpurepun:
I. HIL'L, He CBR3aHHOC ¢ BINAHHCM
OKpyRarueil cpeas,
NpoPecCHOHATEHON JCATCALHOCTRIO,
NPHEMOM 2EXaPCTR

2. MoaMMBOIAT HWINH JCPMITOMBOIHT,

cornacHo kpurepusm Bohan i Peter

Maanie kpurepun:
- ApTpHTR
. Denoven Peftno.
. «Pyxa Mexasuxan

W b -

L. Kainmnseckne UM TeALHOCTS
Gonsuie 6 MECRLECE, BOIPACT HA%aNa —
crapme 30 ner, caabocrs crubareneit
nassnes, ciuaa crubarench @MNACTLE H
nansues = payrndarenes

2. laboparopHeie. HCIHAMTHTCABHOC
nossnenne KOK;

3. MopdorornvecsKne. HHEAINA
MOHOHYKICAPHEIMHE BOCTANHTCALHEIM K
KNCTRKAMM HCHCKPOTHINPOBIHHEIX
MEIHUCHHEIX BOBOKOH,
BAKYOIHIHPOBAHHEIC MBILCHHEIE
BONOKHA HAH BHYTPHKICTOM HRC
JACNOINTRE asunosnsa wan 1518
HMTYO Y I04HIAMCHTERL Ha AICKTPOHHOR
MUKPOCKOIINHN;

4. Daexrpomuorpaduaeckne:
NPHIHAKH BOCTIAIHTCALHON MHONETHN,
HO BOIMOXHO HATHYHE YBCINYCHHBIX 110
HEBEPOreHHOMY THITY NOTCHUHANOSR



InarnocTuyeckne KpHTEPHH AePMATO - HOJIHMHO3HTA .

| Kpurepun XaApaKkTepucTHKa
Koxuuie l. lNennoTponHas Chillb - KPACHO-PHOIETOBLIE IPHTEMATOIHLIC BLICHITIAHHA HA
HIMEHEHUS BEKax.
2. [lpnanax I'oTrpona - KpacHO-pHONETORLIE WEnYIlamHecs atpoduyeckas
IPHTEMA WM MTATHA HA pasrHdarensHOl NOBEPXHOCTH KHCTEH HA NACTHO-
(panaHrOBLIMH H MPOKCHMANLHBIMH MEX(DATAHNOBLIMH CYCTABAMM.
3. Dpurema Ha parudarebHOH NOBEPXHOCTH KOHEYHOCTEH, HAl IOKTEBLIMH H
. KOJIEHHBIMH CYCTaBaAMH
Hpuinaku 1.CnabocTs MBI IPOKCHMANLHBIX OTAEN08 KOHEYHOCTEN H TYI0BHINA.
NOJMMHOIHTA 2. Muanruy Wi 00Ne3HEHHOCTS MBILILL NTPH NANLIAUHH.

3. Hamenenns Ha DMI (koporkne noandaiusie noTeHUHANLI MOTOPHEIX eHHHL
CO CAOHTAHHLIMH NOTEHUHANAMH QHOPHIIALIHN).

4. OGuapyxenne antiren Jo-1.

5. HepecTpykTHBHBIH apTPHT HWIH apTPAITHH.

6. ITpu3anaxku cHCTeMHOro Bocnanenns (mxopanka donee 37 °C, yrennyenne
koHuenTpauun C-peaktusroro Oenxa wim yeeandenue COD Gonee 20 mm/y).

7. HCTONOrHYECKHE HIMEHEHHA! BOCTIANHTENLHEIE HHOIWILTPATH! B CKENETHLIX

MBILIIAX C AereHepaneli HaH HeKPO30OM MbllIeYHLIX PHOPIWLI, aK THBHLI
(harouHTO3 HIH NPHIHAKH AKTHBHOI pereHepati.




CMMNTOMbI KOBEHUSTBHOIO AepMaTtoMNOoO3nNTa 'y aeTeun

Y peten 4epMaToMMO3UT Yallle HaYMHaAEeTCs OCTPO UM NOJOCTPO, B AebioTe
3aborneBaHNs HepeaKo BO3HUKAIOT NMxopaaKka, crnabocTb, HeqoMoraHne, CHKeHue
Macchl Tena, Mmanrm, aptTpanrum, NPOrpPeCCUPYIOLLEE CHUKEHWE MbILLEYHOW CUTTbI.

KnuHuyeckasa kapTuHa JepMaToMmnosnta oobl4HO MONMCUHAPOMHA, HO Hanbonee
XapaKTepHbl NU3BMEHEHUS CO CTOPOHbI KOXU 1 MbILLILL.




Xanobsbi:

* r1oebiWieHUe memMrnepamypbl mesna (4awe
cyb6gpebpunbHas);

e obwas cnabocmes;

* CHU)XeHue Macchbl mesna;

* rroeedeHYecKuUe HapyuweHus (pa3opaxumesibHoOCMb,
He2amueu3mMm U m.o.)

AHaMHe3:

° Hasu4ue npedwecmeayrowux u conymcmesyrouwjux
3abosiesaHul;

e go3delicmeue HEKOMOPbIX JIeKapCMeeHHbIX seujecms,
nepezpeesaHue,

* repeoxsiaxoeHue, husuyeckue U rncuxo-aMoyuoHasibHble
Ha2py3Ku u opyaue;

* HacJsiedcmeeHHbIU chakmop.



du3ukanbHoe obcriedoegaHue:
KoxxHbIll cuHOpom:
nepuopbumanbHasi apumema («CUMMMOM JIUSI08bIX O4YKOB8»,
2e/1uompornHasi Cbifb) —3pumemMamo3Hbie U3MEHEeHUSsI pa3/lu4HoOU
cmereHu ebipa>eHHOCMU Ha HUXXHEeM U 8epXHeM8€eKe, 4Hacmo
pacrnpocmpaHsirowuecsi o ypoeHsi bpoeedu.
Cumnmom NlommpoHa:

apumemMamo3Hbie 8bIChbINaHuUsl Ha Koxke pazaubamesnbHol
ADRANYHNCMKIN CVAMARNR NANKIIE8 KUCMU.
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CnmnTOoM [OTTPOHa

Puc. 2. UameHeHuns kucten 6oabHom E.
a - TeASQHMM3KTA31M B OCAQCTU NPOKCHMMOABHLIX

OKOAOHOITEBLIX BAAMKOE MNOALLES PYK;

6 - CAMBHQS MAKYASPHOS PO30BO-OUMOASTOBANA OTEUYHAN
3IPUTEMA HOA MEXPOAAQHTOBBIMM M NACTHO-QOAQHIOBLIMM
CyCTQsQMM, DACMPOCTROHSIIOWANCH AMHENHO HOA,
CYXOXMAMAMU DA3mMCAareneil KMCTU U NaAbLIEB




[ennoTponHaa aputemMa Bek u

. 9puUTEeMaTO3HbIe BbICbIMaHUS

Ha nuue no Tuny «nosymackmn» y pebeHka
of,0)11\Y/

CumnTom [OTTpOHA (3pUTEMATO3HO!
OnsiLeYHble BbiCbINaHUsA Haa NACTHO!
doanaHroBbIMu U MeXxanaHroBbiMu
cyctaBamm)

npu FOOM




' CAMMTOM [OTTPOHa

P, 3.3,

llepmaromnozur




Idpumema nuya:

[1 Ha wiekax, by, yWHbIX pakosuHax, moobopodke u m.d. Yacmo
HarnomMuHaem

80J14YaHO4YHY0 «6ab0YKy»; HUKO20a He umMeem YemkKouU 2paHuybl.
Idpumemamo3Has Cbilb:

[1 Ha epydu, nuuye u wee (V-obpa3Hasi), 8 epxHel 4Yacmu CruHbl U 8ePXHUX
omadenax

PVK (cuMnmom «wasiu»), Ha xueome, sizoduyax, 6edpax u 20s1eHsIX.

e &

‘I'Iopa»(eHme KOXXU

e
XapakTepHblil npu3Hak [IM:
SpUTEMATO3HAS

(«reuoTpOHAas» ) ChIb




JIMJIOBAasi HA OTKPBITHIX YACTSIX Te/Ia, HaJ, CyCTaBaMM, NAapaopOUTAIbHbIN OTEK, SpUTEMA
BEPXHEro BeKa C IWJIOBBIM OTTEHKOM - «1ePMaTOMHO3UTOBbIE OUKU», KalTUJIJISIPUTHI
JTafJOHEe !, NaibLieBbIX MOAYLIeYeK; IUIOTHBIA WU TeCTOBAThIM OTEK JIULAQ, KUCTEH, pexxe

CTOII, TOJIEHEM, TY/IOBUILA (B COYETAHUM C IPUTEMOM).

Source: IMACS




lNopakeHue MbIWY;:

[J nopaxeHue cKkesiemHbIX MbIWY — CUMMempuYyHasi Mbiuie4yHasl
cnabocmb

NMPOKcUMaJslibHbIX MbIWU, KOHeYHOCMeU, MbIiWy mysioeuuia u weu,
8bIpakeHHbIe muasi2uu

U yrnsiomHeHue nopaeHHbIX MbIWUY, 3a cHem OomeKa;

[0 nopaxkeHue ObixameJsibHOU U 271omameJsibHOU MYCKyrnamypbl
MO)Kem rpusecmu K

ObixameJsibHOU Hedocmamo4YyHOCMu;

[J nopaxxeHue MbIWU, 2JT0MKU 803HUKaem: ducghazusi u OuchoHus,
rnornepxusaHue,

mpyoHocmu rnpu 2siomaHuUU meepool a uHo20a U Xuokou nuuju,
ébl/lusaHue Xuokou

nuwu Yyepes HOC, acnupayusi nuwu ¢ pazsumuem acrnupayuoHHoOU
nHeeMoOHUU usnu

HernocpedcmeeHHO JiemaJsibHO20 ucxoo0a.

KanbuyuHo3 Msi2Kux mKaHeu:

[1 omsoxeHue 2udpoKcuanamumoe Kasibyusi 8 Mbiluyax,
MOOKOXXHOU XXupoeou

Kjiem4amke U KO)ke Yepe3 HECKOJIbLKO MecCsiuee uJsiu jiem rnocirie
debroma KOM.



lMopa)keHue cnu3ucmbix 060J/104YEK:

[0 Yawie nopakeHue KpacHoU KauMblI 2y6 (xelsium) e saude 3pumemnbl,
aurnepKepamo3sa,

deckKkeamMayuu; pexe — cruszucmou ob60Js104KU nosiocmu pma.
CycmaeHoU CUHOPOM:

[0 apmpanauu, oepaHu4eHue nodsuU>XHOCMuU 8 cycmaeax, ympeHHsisi
CKOBaHHOCMb 8 MEeJIKUX U KPYINHbIX Cycmasax.

lNopaxxeHue cepdua:

[0 xapakmepHbI MUOKapoum, maxukapousi, npuasyueHHoCmb
cepOdeYyHbIX MOHOB, paclWupeHue epaHuy cepouya, HapyuweHue
cepde4yHO20 pummMa, nepukapoum ¢ yMepeHHbIM 8bIIMOMOM 8
nepukapoe.

lMopakeHue s1e2kux:

[J ecrnedcmeue CHUXeHUS1 3KCKypcuu 2pyOHOU KJIemKu pa3euearomcs
acrnupayuoHHasi

MHEeBMOHUSI, MPaH3UMOPHbIe amesieKma3sbl JIe2KUX.

lMopa)keHue »xesly004YHO-KUWEYHO20 mpaKkma:

[0 nposiesisemcsi 33o¢ha2umom, 2acmpooOyoCeHUMOM,
3HMEepPOKOJSIUMOM, 3PO3UBHbIM UJ1U 1I36E€HHbLIM MPOUECCOM C
npogy3HbIMU KpOBOMeEYEeHUSsIMU (MeJleHa, Kposaeasi peoma),
nepgopayussmu, npusodssWUMU K MeQuacmuHuUmMy, nepumoHumy.
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Caum B mectax NnpoeKunn
Ka T WETR ¥
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,D,qu)q)y3Hb||/| KaJ'IbLI,I/IH03 MbILUL, NOACA HMXKHUX MHO)KeCTBeHHble MeJlKne KalibunHaThbl

KOHEYHOCTEN MeXpebepHbIX MbILLL, NPOeLUpYyLLIMECS Ha



ApPTPUT MENKUX CyCTaBOB KNUCTEN
CO CTOUKMMM CYXOXUTbHO-
MbILLEYHbIMW KOHTPaKTypamu

HekpoTnyeckoe nopaxeHue
KOXW Haf KPYMHbIMN
cyctasamu npu KOOM




Bapuanrs! TeMeHHs IOBEHIILHOIO aepmaromuosura|2.7 - 10]:

Teuenue

Kpurepuu

Octpoe (10%)

bypHoe Hauano (Tskenoe cocrosHue OOJILHOrO
pa3BHBACTCH B Te4YeHHe 3 — 6 Heaens)

Beicokas nuxopaaka

Apkuit qepmarur

[Iporpeccupyrounias MelneyHas cnadocrs

Hapyuienue rinoranus 1 AbIXaHHus

bonesoit 1 oTevHbIi CHHAPOMBI

BucuepansHbie NposiBlIeHHUA

IHonocrpoe (80 -85%)

[HonHas KNMHUYECKas KapTHHA NPOABISCTCSA B TEUCHHE 3
— 6 Mmecsiues (HHoraa B Tedenue 1 roaa)

PasBuTHE CHMIITOMOB — MOCTEINECHHOE

CyOdedpunsHas TeMneparypa reia

BucuepanbHbie NOpaKeHHUs BCTPEHAKTCH PEKE
XapakTepHo JUis OOoNbUIMHCTBA DOJILHLIX

[lepsuyaHO-XpoHHUeckoe (5 —
10%)

[TocTreneHHoe HA4YaN0 M MEAIEHHOE MNPOrpecCHpoOBaHHe
CHMITTOMOB Ha NPOTAKECHHUH HECKOIBKHX JIET

Hepmarur

'unepnurmMeHTanms

['unepkeparos

MuHHMansHas BUCLEpANbHAA NATONOI U

[Ipeobnanaror o0mme AUCTPOPHHUECKHE HIMCHECHHS,
arpodHs U CKIECPO3 MbILILL




Ouenka crenenn akrusnocru FHOJIM [2.7 - 10].

Crenens
AKTHBHOCTH

Kpurepun

IV (Mmakcuamansuan)

DedpunsHas uan cybdedSpiasHas TtemMneparypa reia

Peaxko BhIpaxkeH JIEPMATHT, COCYVAMCTRIH CTra3i C SBICHHAMMH
KanuainapuTa

nanoHell u cron

Ovarossiii 1 anddyvinelil OTEK KOXKH H NOAKOKHON KeTyarkm
Hepeaxko scrpedaercs CyCTaBHON CHHAPOM

Peako BhipaxkeHa MbellieyHas cnadocrs, BMAOOTE A0 MNOAHOH
00e3NBHAKEHHOCTH, C OONEBLIM CHHAPOMOM H OTEKOM MBLILIILL.

KapauT, noaMcepo3HT, HHTEPCTHIHANIEHOE MNOPAKEHHE NEerKHX
3HaAYMTENLHO MNOBLILIECH VPOBEHL (DEePMEHTOB MEILLIEYHOrO pacnana

Muonarnaeckuii Kpui

Kpaiinsasa CTeneHs TRXKECTH NMOPAKEHHA NMONEPEeYHO-NMONOCATHIX MBI,
BENIOYAR ALIXATENLHEIC, NOPTAHHLIE, INMOTOYHLIE,

AnadparManbHble B ApP., C HEKPOTHYSCKHM MTAHMHOIHTOM B OCHOBE
IMonuasa o0e3ABHAKESHHOCTEL OONLHOIO

Muorenusiii Ovanstapuuiii napanug

Muorenuuiii napanuy AuIXaHMa (OrpaHM4YeHHe IKCKYPCHH pPYaHOM
KIISTKH

a0 0.2 cm)

HHIHEVIPOKAOMISE COCTORSHHE BCIASACTEHE ALIXaTeNLHOM
HEeJOCTATOMHOCTH MNMMNOBEHTHIALHOHHONO THIA

Il (ymepennan)

Temneparypa Tena HopMmansHas U cyodebpuneHasn

Kosxkuelit, wMHonarnueckuii m  Oonesoil CHHAPOMEI BhIPpAXKEHL]
YMEPEHHO

YMepeHHOE NOBLIISHHE VPOBHEH PepMEeHTOBR MEILLIEYHOIO pacnana
(yposens KOK 1 AJIT sHOr 1a MOXKeT He Npesbillarbk

HOPMY)

BucuepaneHas narojloris HeEApKas

I (MmuuauMansuan)

Hopmansuas remneparypa rena

Heapxaa nunoBas spuTemMa 8 o0/IacTH BEPXHHX BEXK H Ha CyCcTraBaMM
Menuegnas caaboCTs CKPLITas HWIH YMEPEHHAaA, ODHap VKHBACTCH
APEHMVIIECTECHHO [IPH HArpyike

CrofikHe CYXOXRIEHO-MBILIEYHEIE KOHTPaAKTYpPLI

HMapenka oOTrMeuyarrTCcs rHycashklii OTTEHOK rojioca, ogaroBniii
MHOKAPANHT

JlaGoparopHei€ NOKaA3aTeNH, Kak Npasniio, B Npeaenax HopMel




[0 o6wmm aHanns3 KpoOBU: B OCTPOM nepmoae MoXxeT ObITb HEU3MEHEeHHbIM UNun
HabnaaetTca ymepeHHoe noBbiweHne COJ (20 — 30 MM/4.), HE6ONbLLLOWN NEeNKOLUTO3,
HOPMOXpPOMHas aHEeMMUS.

[0 6Buoxummnyeckme nccrnefoBaHUA KPOBU: XapaKTepPHO NOBbILEHMEe B KPOBU YPOBHHA
cdepmenToB (KPK, 1A, ACT, AJlT, anbaonassbl).

[0 UMMYHOJIOrm4eckme nccrnefoBaHUA KPOBU: NOBbILLEHUE YPOBHA aHTUHYKNeapHOoro
c¢pakTopa (ANA) y 50 — 86% B TUTpe 1:40 — 1:80; noBbILIEeHNE I1gG — y 25% B aKTUBHbIN
nepuvop; P® npucyrtcreyet -y 10%;

[0 oOWwmMK aHanu3 Mo4un: Npm OTCYTCTBUU CONMYTCTBYHOLLEN MOYEBON UH(EKLNMN He
U3MEeHEeH (cpeaHAaa nopuus);

UHcTpyMeHTanbHble nccnegosaHus: (Y4 — D)

0 9KI: np3Hakn HapyLeHnss MeTabonnyeckux npoueccoB B MUOKapae, TaXxmKkapaum,
3amearsieHue NPoBOAUMOCTHU, IKCTPACUCTONbI, CHUXKEHUNE INEKTPUYECKOU aKTUBHOCTHU
MUoKappAaa, MuemMmm4yeckmne NU3SMeHeHUsA B MblllLe cepaua;

0 3xo-KI': pacwumpeHune nonocren cepaua, yroniweHme CTeHOK UMK NanunnspHbIX
MbILUL, CHNXXEHUE COKPaTUTEsIbHOU N HACOCHOM (hyHKLMM MUOKapAa, Hann4ume
nepukKkapauTa;

0 Y3U opraHoB OprOLLHOM MOSIOCTU, NOYEK: Hecneundpunyeckne NU3aMeHeHUs B NeYeHU n
cerne3eHKU B Buae yCUrneHus CocyancToro pucyHka;

0 ®B[ (dpyHKLMA BHELIHEro AbIXaHUSA): PECTPUKTUBHbIE USMEHEHUSA B pe3ynbkraTe
CHMXEHMUSA CUnbl AblXaTeflbHbIX ABMXEHUM;




OnarHocTuka roBeHUNbLHOro AepMaTOMUNO3NTA Y aeTeun

PaspaboTaHbl cneayolume Kputepum guarHoCTUKK gepmatommosuTa (Tanimoto etal,
1995).

1. MopaxeHne KOXu.

[ennoTponHas ChbliMb - KpAaCHOMOSETOBbLIE 3pUTEMATO3HbIE BbICbINAaHUA Ha BEKaX.
[Tpu3Hak [OTTpoHa - KpacHoUoNEeToBbIE LenyLlallmeca aTpodudeckasa apurema
NN NATHa Ha pasrnbaTtenbHOM MOBEPXHOCTU KUCTEW Ha NACTHOManaHroBbIMn n
NpPOKCUManbHbIMN MeXdanaHrosbiMn cyctaBamu.

dpuTtemMa Ha pasrmbaTtesisHoM NOBEPXHOCTU KOHEYHOCTEN, HA NTOKTEBLIMU U
KOSIEHHbIMU CyCTaBaMM.

2. CnabocTb MbILL MPOKCUMaNbHbIX OTAENIOB KOHEYHOCTEN U TyroBuULLIA.

3. NoBbIWeHNe aKTUBHOCTU KpeaTuUHhochoKkuHasbl u/unu anbaonasbl B
CbIBOPOTKE KPOBMW.

4.Mvanrum vnu 60Ne3HeHHOCTb MbILUL NPU Naribnauuu.

5.UameHeHunsa Ha IMI (kopoTkue nonndpasHble NOTEHUMASTbI MOTOPHbLIX EANHUL, CO
CMOHTaHHbIMM MOTEHUnanamm dondpunnsayun).

6.06HapyxeHue AT Jol.

7.HepeCcTpyKTUBHbLIV apTPUT UNK apTpanruu.

8. NMpu3Hakmn cucteMHoro BocnaneHus (nmxopagka dosnee 37 C, ysennyeHue
KOHUeHTpaunun CpeaktnsHoro 6erka nnu ysenndyeHne CO3 bonee 20 mm/y).

9. N'McTonornyeckue UsMeHeHUs: BocnannTenbHble NHPUNLTPaTbl B CKENETHbIX
MbILLLAX C AereHepaumen Unm HEKPO3OM MbILLEYHbIX PUOPUNMI, akTUBHbBIN haroumTos
NN NPU3HaKN akTUBHOMN pereHepauumn.



[Mpwn HaNN4MKM NEPBOro M NOObLIX YETLIPEX N3 NOCNEaYLNX KPUTEPMEB ANArHO3
OepMaToOMMO3UTa CYMTaKOT 4OCTOBEPHbLIM. [InarHocTnka gepmaTtoMmosnTta TpyaHa
B TEX cny4asx, korga 3abonesaHune gebroTnpyetr ogHMM CUHOPOMOM, OCODEHHO B
TOM crfy4ae, Koraa BeayLmmMm CUHAPOMOM CTaHOBUTCS MMONAaTUS, a KOXKHbIe
N3MEHEHUSA HESIPKME.

OundpdepeHumnanbHyo AMarHoOCTUKY AepMaToMno3nTa cneayeT npoBoanTb C
nonuHeBponaTusiMm, 3abonieBaHNSIMM ¢ NoOpaKeHNeM HEPBHOMbILLEYHbIX CUHANCOB
(MMacTeHust), NPorpeccmpyroLMMn MblLLEYHBIMU ANCTPOMUAMM (MNOANCTPOPUS
9pba, mmogmctpodus JlaHaysn-AexepuHa), SHAOKPUHHBIMU MUONATUSMU,
NHEKLMOHHBIMN MMo3nTamun. MbileyHyo cnabocTb cneayeT oTnnyaTh OT 00LLen
cnaboCcTn 1 MbILLEYHOW YCTanoCTN, BO3HMKAKOLLMX NPU MHOrMX 3aboneBaHusix, B
4aCTHOCTW NpU aHEMUU, Y AETEN PaHHErO BO3pacTa npu paxuTe, npu
3rfIOKa4eCTBEHHbBIX HOBOODpPa3oBaHUAX U Ap.




2) /InarHocruvecKuii aaropurm:

Coop xanob n
AHAMHERA

Ouinkaasnoe odcaeosanne

v

|

JlaGoparopHbie HCCAEI0BAHKA

HHCTPYMEHTANBLHLIE HCCAEI0BAHNS

v B

v

OAK b/X xpoen IKI - napymcsne MeTalonnEecKHX NPOLCCCOB B MHOKAP/IC,
*  YMCPCHHBIH ACHKOUNTOS, Hosunuecnne YPOBHCIH HIICMHYCCKOC HIMCHCHHE B CCPACHHOMN MBIIIIC.
*  yeeaudenne COD or 20-30 tpepmenror KOK, JUII, Ixo-KI' - pacimpenne nonocreil cepaua, yTommeHne i
Mm/Hac. ACT, AJIT, annzonass:. MMICPIXOICHHOCTE CTCHOK M NANMUISPHBIX MBI,
¥3H OBIl n nouex - necneundHECKHE HIMCHCHNA B
MCHCHH M CCICICHKE B BIIC YCHIICHHA COCYAMCTOTO PHCYHKA.

1 1

OB/] - pcCTPHKTHBHLIC HIMCHCHHS B PCIVIALTATC CHHKCHNA
CHIABI ABIXATCABHEIX ABMKCHIIL

Hymynoaormgsecknii anaums: lg A M, G
AT x xapanonmnunam,
muosnTencundmueckne anrn-J o -1 asTurena

.

IMI' - mmorcHHHI XapaxkTep HIMCHCHHI B

l

BHAC CHHEKCHHMA AMIIHTYABRI B YEKOPOHCHHSR
MPOJIVEKHTCABHOCTH NOTCHUNATOB AciicTBHA

Juaruo: yeranosiaen

MBIIICYHBIX BOJIOKOH, CHOHTAHHO#
AKTHBHOCTH B BijIc (hubpannsupsii.

MPT mubimmn - yCHICHNC CHIHANA OT MBI BCICACTBHE MX

TaKTHKa JCHCHNT OTCKA H BOCTIAICHMA (M3MCHCHNA NMOABAAIOTCA HA CAMBIX

pasHBx cTaanax Soncinm).

buoncus MBimn - OOHAPYENBAIOT HIMCHCHNA
BOCTIAVTHTCIBHONO M ACICHCPATHBHOND XapaKkrepa.




3) Jdanddhepernumaanornbiii AMAarHOo3 # ODOCHOSBAHME JQONOUHHICJALBHBIX HCOCCIICAOBaAmnil

[Z-8]:
ObocnoBanne 1Las
Annarnunos anddepenunanLuoii O6cnenosannn KpRrrepun HCKAOYEHHE IHANHOIA
AMATHOCTHEN
e LI Jlna aero JAn=a OuyeHbs PEeAKO PAa3ZBHBASTCH B JETCKOM
OAMMHOIHT XapaxKkTepHsl NOATBEPAICHMUA so3pacre. [ToruMHOINT HA NEPBOM roay
cnabocrs AMarHoza HKHIHM MOMKET OLITE NIPOABISCHHEM
APOKCHMANILHBIX H HEeOOXOAHMa BHYTPHVTPOOHOH mudexism.
AMCTANBHBIX OTAEN0OB | OHOMNCHA MBI SalbonepaHye 4aue ¢ XpPoOHHYEeCKHM
KOHEeYHOCTEeH, TEYESHHEM, NIIOX0 NOAAASETCH NSYEHH IO
FHUMOTOHMA, MIOKOKOPTHRKOCTEPOMAAMM.
ancdarms.
HMudexummmonneni | Conposoxiaercs Odcanenosanue BUpYCHLIA MHO3ZHT BEIZLIBAKOT BHPYCH!
MHO3IMNT BEIPDAKEHHOM Ha rpunna A 1 B, xokcaxu B, zabonesanue
aMuanredi. BHPYCHhE, ANNUTCA 3-5 auedl, aHXopankoit,
npocreifmmue | KarapadbHLIMH M OO LA
oaxrepum CHMOTOMAMM.
HelipoMmeieu bonas B menunuax, | OcobesHocTi Muoaucrpodna omeHa oraH49aeTcs
ele zabonesannn | cnabocrs KOMHBEIX MEUIEHHO NPOorpeccHpyronei
M MHONaTHH nposaBneHMii, MEIIIIEYHO CNadoCTRIO NPH OTCYTICTBHH
HacneacreeHHOC | VILMIOTHEHHMA MBI, HACHKEACTBCHHLIM
TH XapaKTepon.
Jina Myasthenia gravis XapakTepHO
BORIEYECHHE NMIAa3HBLIX H JIHCTANLBHBIX
MBI KOHEYHOCTEH, YMEHBILIEHHE
9YBCTEa CNadOCTH NOCIe HATHAYCHHM R
XOJIMHEPIHYSCKHX Npenaparos.
MuoauT npu Conposoxiaercs PDOHINKANTBEHOE BrIpasmKeHHOCTE JAPYIHX KAHHHMYECKHMX
APYIrHX MHANTHAMM, oOcnenoBanMe CHMOTOMOB, NMPHCYICTBHE
CHCTEMHEIX OTUETINBON pe3vaLTaAThHL HMMVHOMOMMYECKHX MaApKEpOBs Qpyrix
3adoneBalMAX MEILLIIEYHOMH naboparTopHsIX CHCTEMHEIX 3a0onesanuil
COCAHHHTENLHO cnaboCTLIO M JAHHBIX COEAMHHTENBHO TKaHM.
it rkaun AOBLIICHHEM YPOBHSA
«wipepmeHTOB
MBEIIIIEYHOIO
pacnana»
Occudnumpvio Kansumduxanueii Anamues Peaxoe HacnenacreeHHOEe avIoCOMHO-
said COoONLUINX OCEBLIX {HACHEeACTBSHHOC | JOoOMHHAHTHOEe 3ad0oneBsaume,
NPOrpeccHpVvIio MBI, (IPHBOAALES Th) M npoasnmomeecs Guipozom 1
M MHO3MT K TYrONnoOABHIKHOCTH OOBLEKTHBHEIC kansuudpukammel GONLIIMX OCeBLIX
(Gonezusn M TAXENOH AAaHHLIC MBI, NPHBOAALIISCE K
Miouxmaitepa) HHBANHMIHIANHHN TYrOMOABHKHOCTH H THAXRENOA

HHBAa M OH3IALIMMN npouecc HavYyMHacTCA
C MBI 1IIICH H CIITMHBL,

~




lMoka3aHus Ons1 KOHCYyNIbMayuu crieyuasucmos:
[J KoHCcynbmauyus HegpoJsioza — npu pazsumuu HegpoJsio2u4yeckou
cuMnmomMamuku; a
makixe npu pazsumuu lNMJI1, y nayueHmoe8 Ha UMMYHOCYrpeccueHou
mepanuu, 8KJiroYas
pumykcumab;
[J KOHCcynbmauyus ncuxuampa — npu HaJau4duu ncuxomu4yeckKux paccmpoucmse
ons
peweHus eonpoca 0 Ha3Ha4YeHUU ncuxompornHou mepanuu, Heobxodumocmu
JiedyeHus 8
crieyuasiuzupoeaHHOM cmauyuoHape.
[J KOHCynbmauyus oKysiucma — npu 3pumesibHbIX HapyWeHUsX;
[J KOHCYynbmMauyus xupypaa — npu Haau4uu 6osiu e xxueome ¢ peomou
«KogheuHoU
aywel» u duapeeu;
[J KOHCYynbmauyusi 3HOOKpPUHOJ102a — NIpU aymouMMyHHOM mupeoudume u
apyaou
3HOOKPUHHOU namoJsioa2uu;
[J KOHCYynbmMauyusi UHghekyuoHuUcma — ripu nodo3peHuuU Ha passumue
UHMepKyppeHmMHou
UHekuyuu;
[J KOHCYnIbMauyusi OHKo2emamoJsioz2a — npu noodo3peHuu
OHKO2eMamoJsi02U4eCKo20

L e



HemedukameHmMO3HoOe Jyie4eHUe;
Pexxum:
[0 npu ocmpou ¢gha3e 3abosiesaHusi — exxeOHe8HOe 8bINOJIHEHUE MNacCUBHbIe
OBUXKEHUsl 8
cycmaeax 8 NnoJyIHoM ob6neme,
[0 npu Heobxodumocmu — nposedeHuUe uMmmobunu3ayuro Ossi NPoguIaKMuKuU
deghopmayul, o6ycrioes1IeHHbIX YKOPOYEHUEM MbIlUU;
[0 ucKsIro4YumMb NCUX03MOUUOHasIbHbIe Ha2py3Ku, npebbieaHue Ha COJIHUe.
HAduema: Cmoui Ne 15.
[1 oepaHu4yeHue nompebrieHus y2r1e80008 U XUpPOo8s;
[0 npednouymumenbHa 6enkosasi duema u ynompebrsieHue nuuwiu ¢ noeblIWeHHbIM
codep)xaHUeM Kasibyusi U eumamuHa D Onsi npogbusiakmuKu ocmeornopo3sa.
MeodukameHmo3Hoe s1e4eHue [21,21]:
OcHoeHoUu mepanuu npu KOAM siensiemcsi eeedeHuUe 8bICOKUX 003
Kopmukocmepoudos
rnepeoHaYyasibHO 8 coYemaHuu ¢ yumocmamuy4yecKumMu npenapamamu, makumu
Kak
MemompeKkcam usu YUKIJTIOCIOPUH A.
JledeHusi, npumeHsieMble npu ycmou4yueom chopme 3abosiegaHuU 8KIIFOHarOM:
UMMYHO02s106Y1UH, yukiioghocghamMud, azamuornpuH, MukogheHosismmoghemuna
(M),
2UOPOKCUXITIOPOXUH, UUKI/TOCMOPUH, pumyKkcumab, uHgniukcumaeé.
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JleyeHue OBEHUNILHOIO AepMaToMMo3nTa 'y aetemn

[Mpenapatamu BbibOpa ANns fe4YeHnss gepmaTtoMmnosnTa cnyxat
[MOKOKOPTUKONAbI KOPOTKOro A4ENCTBUSA - NPEAHN3ONOH U METUNMPEaHU30M0H. X
003bl ONpeaensoT C YY4ETOM TSXKECTU COCTOSHUSA BONbHOro, akTUBHOCTH
3aboneBaHns N 3PP EKTUBHOCTU NpeaLLecTByoLen Tepanmn. [Npu BbICOKON
aKTUBHOCTM MpoLiecca nepBoHavanbHaga no3a NpeaHU30sIoHa A8 nepoparnbHOro
npuéma coctaenseT 1-1,5 mr/kr/cyT (He 6ornee 60 Mr/cyT), NP1 YyMEPEHHOM
aKTUBHOCTMU - 0,5-0,9 Mr/kr/cyT. KnnHndeckuin apdoekT npu fie4eHnn
aepmMaTtoMmnosnTa pasBmuBaeTcs Yy 005bHbIX MearieHHee, Yem npu CKB, noatomy
nevyeHne MakcmmMmarnbHbIMWU L03aMM1 MIOKOKOPTUKOMOOB NPOBOAAT AnnTernbHee (00
2 Mec). B nocnegytowem no mepe CHUXEHUSI akTUBHOCTU 3ab0neBaHus 1
YIy4LLEHNA COCTOSHUSA NaLMEHTOB 403bl MedSIEHHO CHUXKAIOT 40
nogaepXxuearLmnx (He meHee 10-15 mr/cyT). JleyeHne nogaepkmsaroLLMmM 03aMu
cnegyeT npoaosmkaTb B TEYEHNE MHOMUX NET, YTo byaeT cnocobcTBoOBaThH
npenynpexaneHuto peunansos 3aboneBaHus.



CpencrtBa nevyeHust HBEHUNLHOrO AepMaToMMoO3uUTa 'y AeTeu

[Ona neyeHna gepmatomMmosnTa 'y 4eTen ¢ Hanbonee TKENbIMU hopmamm
aepmMmaTtoMmosnTa NpoBOAAT NMynbCcTepanmio MeTUNPEaHN30I0HOM: Npenapar
BBOOSAT BHYTPUBEHHO B J03€ 10-20 Mr/kr/cyT (He 6onee 1000 Mr/cyT) B TeYEHNE TPEX
nocriegoBaTtesnbHbIX AHEN Unu Boree, YTO No3BondeT B 60siee KOPOTKNUE CPOKU
no4aBUTb aKTUBHOCTb MaTofornyeckoro npouecca. [nsa nedeHmnsa 60nbHbIX C
MMONaTUYECKNUM KPU30M 1 NPU TOPNNOHOCTU K NPOBOAMMOU CTaH4APTHOM Tepanum
NPUMEHSIOT NnasmMadpepes, CUHXPOHN3NPYA ero nposedeHne ¢ nynbcrepanuen
[MIOKOKOPTUKOMAAMMU, YTO NO3BOMSAET 4OOUTHCSA MONOXUTENBHbLIX PE3YSibTaToB B TOM
yucre 1y nauneHToB, PE3UCTEHTHbLIX K CTEPOUOHOU Tepanuu.

B nocnegHue rogbl ans nedeHna 605bHbIX 4ePMaTOMUO3UTOM YXKE B paHHUE CPOKU
C MOMEHTa Havana 3abofieBaHUsi B KOMOMHaALMK C IMIOKOKOPTUKONAAMU LLUMPOKO
NPUMEHSAIOT MeToTpeKcarT. [penapaT Ha3dHa4valoT nepoparnbHo B Ao3e 10-12,5
Mr/m2/Hepq (00 20 Mr/Hen ¢ yY4ETOM NEPEHOCUMOCTH), NeYeHne NPoBOAAT ASNTENLHO.
KomMbuHupoBaHHaa Tepanus no3BonseT obIcTpee AOOUTLCA KITMHUYECKOro
adhdekTa n Ha4YaTb CHUXKEeHUe O03bl NMKOKOPTUKOMAOB, YTO YMEeHbLUaeT
BbIPaXXeHHOCTb X NOOOYHbIX 3chhpeKTOoB, NpeaoTBpaLLaeT NporpeccMpoBaHue
KanbLUHO3a.

[na neveHns KanbLUMHO3a NPUMEHSAIOT STUAPOHOBYHIO KUCIOTY (KenandoH), Ne23TA.



I'IporH03 ne4yeHmAa OBEHUINIbHOIro AepMmaToMmmno3nTa

[TpOrHO3 Npu HOBEHUITBHOM AEPMATOMMO3NTE MEHEE DNaronpuATEH, YeM Npu
aepmartommosnTe y B3pocrbiX. JletanbHble ncxogbl OTMeYaroT NpenMyLLECTBEHHO B
nepBble rogbl nocne Havyana 3aboneBaHnsa Ha POHE BbICOKOM aKTUBHOCTH
npouecca 1 KpU30BOro Te4eHUs. BekMBaeMocTb 60MNbHbIX YepPe3 5 NeT nocne
YCTaHOBJIEHMA AMarHo3a B cpeHeM coctaBndeT bonee 90%. [pn paHHeEM Xe
YCTaHOBJIEHMN AnarHo3a n akTMBHOM ASIMTENBLHOM NeYeHnn y BosbLUNHCTBA
BonbHbIX yoaeTcs 4odOuTbCs ANMNTENLHON PEMUCCUM HA MHOTO NeT. XyaLwnn
NPOrHo3 HabnaaoT y AeTen, 3adbonesLLnX B paHHEM BO3pacTe, a Takke y
BOnbHbIX C TSHXKENBLIM NopaxeHnem XKKT, nerkunx.
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TCAAa B CVYVTERN
BEBOART
CTporo

I opMOEE: 1.0-1.5 vmar/xr B rncpeoil 6-8 Hexcns © AaneHCHEDIMM VI —(A)
Ilpcammson BHVIPE (2/3 INMOIBOBMEHC MOCTCNCHHBIM MCIICHHEIM
O3 CJD IIEER cHixcHuesm . Tipae
1 paz OTCYTCTEHH PDCIIUIHBOR
cocrasaacT 4-5 ner.
Ilyanc- I opMOHEL 20-30Mmr/xr B CVIKH [MTposoa=r &8 cpeaHem 2-5 (Y 1—A)
ToCpamMs C- (250 — BESCACHHMA CHCANCEHO HIIH
NI 1000nar )., SCPC3 ACHL
BB
Mcrorpexc HMymasysroac 10-15 »ar/sa2 B HCICIIIO 2-3 roaa o JOCTHECHER VI —(B)
ar IpoCccCaHT MMOBCPXHOCTH I pa3 CTOMXKOI X ANHHHEKO-
(npcnapar Tena matoparopHOil peatocie
sGopa) NCPoOpantLiEo
I lnxrodroc HMymavysaoac 10-15 sar/kr B MOCHIL B TCHYUCHHC roaa, zaTtess — 1 VI —(A)
amian IIpCCCaHT EHYVTPHBCHIO 1 pa3 Ppa3 B 3 mocsiga, nasee — 1
pa3i B 6 mecries 2-3 roaa.
Asarsonpmn 1.5-3 smr/xr. B CYTKH 2-3 roaa 10 JOCTHXCHHR V1 —(B)
H CTOMXKOI XAHHHKO-
atoparopHOil peatMocHEn
I e HHO-MHIKCHEPHLIC THO IO HYMECKHE NPeNADaT LI
Puryxcsissa HMyxmasysroac 37S sarisa2 B HCICIO 4 HoacasL, NTOBTOPHEIN YV -(D)
o IpoCcCcanT MIOBCPXHOCTH 1 pa3 Kyvpc scpce3 2224 scacas
Tena B'e MOCIIC NICPBOTO BECICHMSE
NpciIapara.
l'lepeqeub AONOoUINMIC ILHEIX .nexapcrnennux cpe;ncra:
Hanaveo 1-2 r/sxr B CVTKHM 3-5 aucit Vi —(O)
raosyianH BEHYVTPHECHHO
QBCIMOBCHCC
it
HOPMATEHES
i
Hu3ixoMOaeKVIISpPHEIN renapHus
DTroxconap AxaTHKOAry 65-85 ME sa 4pazae 2 — 4 scacan v -0
sz AHEHT KT MaCChl JICHE




Beaenue naunenTa, NOJAVHAKLIENO PHIVKCHMAD B yeaoBHaX craunonapa [1 8. 18, 19]:

Vecaoeun rewenus

Purykcamalb

Ko-tpuMmoxkcazon + TPHMCTONPHM ACPpOpaneHo B
npodunaxrugcecxodl 2103¢ 5 MIKI/CYTKH MOCTOSHHO, HA
BPCMA JACHCHHA PHTYRCHMaDOM, 8 TAKXC B TCHUCHNC rojsa
NOCAC €10 OTMCHEL Llens npoduaaxTuxa
NHCBMOUMCTHOH ndreximn.

B cayuac kaTtapanbHbiX SRICHHA, THXOPaIKm i
CNOAKALLTHBAH M.

[Iaanosoc ascacHNC pPHTYRCHMA0A NPONYCTHTE,;

— KOMMNLOTCPHAR TOMOIPA(PHRE NCIKHX 08 HCXIHOMCHMR
MHTCPCTHIMANEHOH NTHCBMOHMN,

CCPONIIMHOCKOC HCOCICAOBaHNC KPOE# ¢ UCABIO
ONPCACHCHMA AHTHTC XK NHCEMOUMCTAM, XJIAMMIMAM,
MHKOILIZIMAaM, BHPYCY NPOCTOro reprnieca,
umToMcranosupycy (LIMB), supycy Dmurreiina—bapp;

— HMCCACAOBAHMC ACTIMPATA, MOXPOTE (P# CC HAINYTHMN)
AAK ONPCACHCHNR AHTHUICHOEB, XJamuuguil, MaxoOmwras,
NMHCBMOLMCT;

MCCACAOBAHMC CHIOHEI W MOYH, KPOBHM MCTOZOM
noaMepazHodit  uenroil peakumm QA8 BRMBICHHS
AXTHERHON PCILIMXAIMH  BHPYCOEB NPOCTOrO repreca,
IIMB. Dmuareitna—bapp).

B cayLac HHTCPCTHUHANLHON MHCEMOHHHM MO
AanHuM KT (cuie 30 noayucHns peiyiasTaros
NatoparopHbLIX HCCARCAOBAHN):

Ko-tpumokcazoan + rvpusmcronpusm IS5 sr/kricyrsm
BHYTPHECHHO (N0 TpaMcecTOnpuMmy ) B resacane 14-21 aaa;
KaapurpoMuuMH 15 Mr/Kr/CyTsH  BHVTPHBECHHO B
Teuwenue 14-21 aga=;

— nethrpuakcost S0-100 vr/xr/cyvrsu 8 TeuscHue 14 gueit.

B caysac AXTHEBHON
UHTOMCTANOBHPYCHOM,
BHPYCHOH uadex i

repneTHYCCROM,
Dmurciina-bapp

Aungaosap 5—10 Mr/Kr/BECACHNC BHYTPHECHHO XaukIAbic
£ qacoe, nan

— FAHUHKIOBHP 5 MIOKIVEBCACHNC BHYTPHECHHO KaUKBIC
12 wacos 8 Teucsue 14-21 gua;

HeaoscHCCKHn HOpAansH LI BHYTPHBCHHEINA
MMMYHOr200yauH, coaepammit oG 0,205 r/kr/kvpce.

B cay4ac TOTANLHOIO cHenns | Yeaoscuacckuil sopMannHulfl BHYTPHECHHEIN
CRIBOPOTOMHONO YPOBHS BCceX | mvvvioraobynue, coacpxaumit IgA  leG, IsM 2-R




HMMMYVYEHOr .106)'1! HHOB'

MK © wmuTepEazosm | wmec; ecam He aocruracrTcs
Aocrarosusslil yporceus IgG, wanm nporcxoawr GuicrTpoc
CI0 MNOHMGKCHNC, 203V MOXKHO VECAMYHTE 10 16 Mavkr sean
COXPATHTE MHTCPBEAJ MCHAY BECACHMUAMMN.

B cayuwac aclikoncsun u meiltponcHun ©
abconoTHEM  SHCaOM  HellTpodmaos  smcsee
I 5x109/n:

Npasyrouurapueit  KonoHMecTHMyaupyiowmsid  daxrop
(pyuarpacries) 510 wmxr/kr/cyrknn 3-5  aneil (npm
HOOOXOAMMOCTH AOABIIC) NOAKOKHO 10 noaxHoid
HOPMATH3IALNN YHCIa AcCAKOUNTOR # HeltTpodunos.

B cay4ac dreOpsasnoi sciifrponcsiun
(scitrponicsina, CONPOBOAIAKIIANCH
auxopankoi):

Npasyrousrapanit  KonoHMecTHMYAUpyowmid  daxrop
(Pprarpacries) 5—10 MxXI/SXr/CyTEs NOAKOKHO 30 ODOaHOH
HOPMATNIAUMHK YHCcaa acAkounToR it HeliTpodunos;

— wedrpstaxcos S0-100 mMr/xr/cyTss BHYTPMEBCHHO 10
BOCCTaHOBICHHUS Aciixounrapsiofi hopmyne "
NPCKPALICHHR JHXOPAIKH.

B caysac cencuca anTnbaxrepiaanHLIC
NpCnaparTel MHPOKOIO CRCKTPa AcHCTRMA

Lledrpuakcon S50-100 sar/sxr/cyrxu + amuxkauas 15
MIVKI/CYTKH  HMAH HCTHIMHUMHE @ 5-7.5 MOKr/cyrsm
BHYTPHBCHHO.

Ipu nesghhexmuanocmu:

— seporncHeM 10-20 MI/kr/Kypc BHVTPHBCHHO;
uchonepazon -+ cyasbaxrvam 40-S0 Mr/Kr/cyrkm
BHYTPHECHHO;

HCNo8CHCCKH HOpManLHEIR BHYTPHBCHHEIN
MM ysoraobynuH, coacpaxanmit IgA IeM IgG, 5 vma/sr
B vescHne 3 ascht nogpan. HeoOxoausmocTe NOBTOPHOIO
KYyPCa 3aBHCHT OT KIMHHSECCKOIO TescH s Gouneasn.

B clayHac IIH¢CKuHH KOXHLIX NOXPOBOE B
nonxoaxuomlpoaon KACTHATKH (e LUIOaMT )

HaGnwoacHse xupypra;

—— MOCTHAN TCPanmMs;

— AHTHOAKTCPHANLHLIC MNPCHapartnl WMHPOKOIO Cnexrpa
AchicTENA (AMOKCHIDULIHH, RoPatocnopHHsl 3-ro 1 4-1ro
NOXOJICHMS ).

B ciry4sac uud)cxuuu MOMCERBOARIIMNX nyrcﬁ:

BakTepHOIOrHHCCKOC HCCIICAOBAHMC MO,
— aHTHOAXTCPHANBHLIC NTPCNapaThl;
— YPOCCITYMKH.

[Mpa ocrpodt wan ofocrpesun  XpoHndocxodt
e

Huadwinn purykcuvmalba 8¢ NnpoOBOIATCR,
— OPOBCACHHC HHPVYIMH HC PAHCOC SCM SCPC3 HCACTIO
NOCAC BRINOPOSRJICHHR.




HanbHeliwee esedeHue [2,3,4,6]:

BedeHue nayueHma, nosiy4arouje20 UMMyHodernpeccaHmail.

[J ocMomp epa4yomM-peeMamosio2coM — 1 pa3 8 Mec;

[J KNuHUYecKul aHasnu3 Kpoeu (KOHUeHmpauusi 2eMo2/106UHa, 4ucJ10 3pumpoyumos,

mpom6oyumos, selikoyumos, selikoyumapHasi gpopmyna, CO3) — 1 pa3 e 2 Hedenu;

lpu cHUXXeHUU Yucna nelkoyumoes, 3pumpoyumos, mpomMbéoyumoe HU)xe HopMbl — UMMYHOOenpeccaHmMbI omMeHuUmb Ha 5-7 0Hedl. Mocne
KOHMPOJ/IbHO20 aHau3a Kpoeu npu

HopMaJsiu3ayuu nokasameJieli — e0306Hoeumb nNpuem npenapama;

[J aHanu3 6uoxumu4eckux nokazamesneu (o6wut 6es10kK, 6esikoebie hpakyuu, KOHUEeHmMpayusi, MoYe8UHbI, KpeamuHuHa, bunupy6uHa, kanus,
Hampusi, UOHU3UPOBaHHO20

Kanbyusi, mpaHcaMuHas3, wesio4Hou gpochamasni, KOK, JIQIr) — 1 pa3 e 2 Hedenu;

[J npu noebiweHUU YPOBHS MOYe8UHbI, KpeamuHUHa, mpaHcaMuHa3, 6unupy6uHa ebiwe HOpMbl — UMMYyHOOenpeccaHmMbl OMMeHUMb Ha 5-7 OHel.
Bo3o06Hoeumb npuem

npenapama nocie 80CccMaHo8JIeHUs1 6UOXuMu4ecKux noxKasamersneu;

0 npu noebiweHuu KOK, JI4I - 2cocnumanu3sayusi 8 cmauyuoHap;

[J aHasiu3 uMMYyHoOJ102U49ecKuXx nokasamesnel (KoHUueHmpauusi Ig A, M, G; CPB, P®, anmuHykneapHo20o ghakmopa [AH®]) — 1 pa3 e 3 mecsiua;
[J KIuHUYecKul aHanu3 MoYyu — 1 pa3 e 2 Hedenu;

[0 OKTI ecem demsim 1 pa3 8 3 Mec;

[0 Y3U 6prowHoll noslocmu, cepoua, noyex — 1 pa3 e 6 Mec;

[0 anekmpomuozpadhus (Mpu Heob6xodumocmu Yauje);

0 Y3U mbiwy 1 pa3 3a 3-6 Mecsiya (npu Heobxodumocmu Yauwe);

[0 ®B/M] 1 pa3 8 6 Mec (npu nopaeHuu sie2Kkux 4auwe);

[0 nnaHoeasi 2ocnumasnu3ayusi 2 pa3a e 200 0151 IpoeedeHusi MoJIH020 ob6criedoeaHus U NMpu Heo6xo0uUMOCmMuU — KOppPeKyuu mepanuu;

[J eHensiaHoBasi 20cnumarsnu3ayusi e ciy4ae o6ocmpeHusi 60s1e3HU.

BedeHue nayueHma, nosly4arouje20 pumykcumab e ambys1amopHO-noIUKIIUHUYECKUX YC/I08USIX:

[J ocMomp epavyomM-peemMamosio2oM — 1 pa3 e 14 dHeu;

[0 KnuHUYecKul aHanu3 Kkpoeu — 1 pa3 e 14 dHel (2eM02J106UH, YUCJI0 3PUMPOYUMOs,

mpom6oyumos, selikoyumos, selikoyumapHasi gpopmyna, CO3).

[J e cny4ae nelikoneHuu U HelimporneHuu ¢ abcosIroMHbIM YUCJIOM Helimpogbusioe MeHee

1,5x10/9/n: — KOHCy/IbMayus e cneyuajau3upoeaHHOM peeMamosio2u4ecKkoM omaoesieHuU,

UHUYyuupoeaewemM mepanuro pumykcumabom;

[] eeedeHue 2paHyioyumapHo20 KoJIoHUecmumynupyroue2o ¢ghakmopa (ghunzpacmum) 5x10 MK2/K2 Macchbl mesia 8 Cymku noOKOXXHO 8 meyeHue 3-5
OHell, npu Heobxodumocmu

dosibwe, 0o MNOJIHOLU HOpMaJslu3ayuu Yucsa sielikoyumoe u Helimpogbusioe.

[J e cny4ae ¢hebpunibHOU HelimporneHuu — eeedeHue 2paHyJIoyuMapHO20 KoJIoHUecmuMyupyrouwe20 ghakmopa (¢hunepacmum) 5-10 Mk2/Ke Macchbl
merna e cymku

MOOKOXXHO 8 meyeHue 3-5 OHel, npu Heobxodumocmu dosibwe, Ao MNoJIHOU HopMasu3ayuu Jucsa jelikoyumoe u Helimpoghusios;

[J cpoYHasi 2cocrnumanu3ayusi 8 demckoe peemamorsio2udeckoe omaesieHue UHUYuupoeaesuiee mepanuro pumykcumabom;

[0 KnuHUYecKul aHanu3 MoYyu — 1 pa3 e 2 Hedenu;

[0 9Kl — 1 pa3 e 3 mec.

[0 Y3U 6prowHoll nosiocmu, cepdua, noyek — 1 pa3 e 6 mec.

[0 nnaHoeasi 2ocrnumanu3auyusi 2 pasa e 200 0151 npoeedeHUsi NoJIH020 obciedosaHust U npu Heo6xodumMocmu — KOppeKyuu mepanuu;

[J eHensiaHoBasi 2ocnumarsnu3ayusi e ciy4ae o6ocmpeHusi 6os1e3HU.



Cnacmbo 3a
BHMUMaHUue



