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PYKOBOACTBO ANnA FACTPOSHTEPOJIOroOB

BBEOEHUE

B aToli 6poLutope onucbIBalOTCA KNMUHUYECKUE NPOsiIBMeHUs NepBUYHbIX
ummyHoaeduuuToB (MWL) y naumMeHTOB, HanpaBneHHbIX K FacTPoO3HTeporory
B CBSI3U C HecneuuruyecKMMU CMMNTOMaMu 3a6oneBaHUi XKernyao4HO-
kuweyHoro Tpakta (XKKT). B Hen Takke npuBeAeHbl KNMMHUYECKUe

Npu3HaKu, KOTopble MOFyT CBUAeTeNbCTBOBaTbL 0 Hanuuuu MUA, a

Takxxe 0 He06XOAUMOCTU KOHTPONS COCTOSAHUSA GONIbHOrO CO CTOPOHbI
MyNLTUAUCLUNIIMHAPHOM rpynnbl.

MepBuyHble UMMyHooeduunThl (MWL) - aTO peakne 3aboneBaHnsi, KOTOPbIE
BO3HMKAKT NPU OTCYTCTBUM UMW HAPYLLIEHUU PYHKLMIA KOMMOHEHTOB
UMMYHHOW cucTeMmsbl, 4To genaet nauueHTtos ¢ M 6onee BOCNpUMMYNBBIMU K
noTeHUManbHO onacHbIM ANS XU3HU UHAEKUUSM.

KnuHuyeckune npusnakm NN yacto npegnonaratoT MHOXECTBO MOTEHUMANbHbIX
AnarHo3oB. Taknx naumeHTOB MOTYT HanpPaBWUTb K raCTPO3HTEPONOry Mo NoBoAy
cneumduryecknx n Hecneyndunyecknx CMMNTOMOB 3aboneBaHui XXeny[o4Ho-
KMLLEYHOro TpakTa, B TOM Yucne peunamBUpyoLWmnx NHpekuun n konuta.

Bpay moxeT BbiaBUTb y naumeHTa MU n obecneunts cBOEBPEMEHHYIO
AMarHoCTUKy, YTO NO3BONNT HayaTb NPOMUNAKTUYECKYIO TEpanuio U CBECTU K
MUHUMYMY BRvsiHue M.

B cnepylowmx pasgenax paccmatpmuBaloTCs pasnuyHble KNMHUYeckme
nposiBnenus MW, a Takke NpusHakn, KOTOpble MOTyT CBUAETENbCTBOBATL
o Hanuyum M. Kpome Toro, B HUX MPMBOAATCHA CTpaTernyv KOHTPOrs
3abonesaHus, BKoYas Co3faHne MynsTUAUCUUMIIMHAPHON rpynmbl.
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NMEPBNYHbIE UMMYHOAOE®ULIUTDLI

nna BCTPEYAETCSA HE TONbKO Y OETEN

Ha cerogHawHun geHb ngeHtudunuymposaHo 6onee 400 pasnununbix MW,
npuv 3TOM OTAENbHbIE UX BUAbI BCTPEYalTCsl AOCTAaTOMHO peako (Hanpumep,
Tskénas KoMOMHUPOBaHHAA UMMYHHas HE4OCTaTOYHOCTb), B TO BPEMS Kak
Opyrve AOBOSbHO pacnpocTpaHeHbl (HanpuMep, CeNneKkTUBHbIN 4eduumT
nmmyHornobynuHa A). Cuntaetcs, 4to okono Tpetu NI conposoxaatoTcs
NOPaXXeHUSIMU XXeNyao4HO-KULLIEYHOTO TpakTa'.

Hawnbonee tsxenbie dpopmbl ML gnarHocTMpyoTCA B AETCKOM Bo3pacTe. Tem
He MeHee, apyrue dopmbl MU yacTo BLISBNAIOT B 3penoM Bo3pacTe ns-3a

UX NO3QHEro Havarna unu HeBepHoOW AnarHocTuku parHee. ML moryT umetb
pasnuyHble KITMHUYECKNE NPOSABIIEHUS, CTEMEHb THXKECTU KOTOPbLIX MOXET

OblTb OT OTHOCUTENbHO NErKOW 40 ONacHOM ANSA XU3HW. HekoTopble N3 HUX

CO BPEMEHEM Pa3BMBaOTCA U NPOrPECCUPYIOT, U PeYb yKe UAET O NO34HUX
NPOSIBIIEHUAX UIN OCITOXHEHUSAX. Y MHOMMX NaunMeHTOB NOATBEPXAEHMEe AnarHosa
ML 3aHMMaeT HECKOMbKO FET, B TEYEHNE KOTOPbLIX OHUM, Kak NpaBuio, yCrneBatoT
NPOWTN HECKOBbKO KYPCOB MPOTMBOMUKPOOHbLIX NpenapaTtos.

Thogu c M 6onee BocnpunMUmnBbl K MHEKUMAM, anneprusm, ayToUMMYHHbIM
3aboneBaHnsM, 3N0Ka4eCTBEHHBIM OMYXONSAM W OCIOXHEHUSAM UHMEKLNIA

n BocnaneHus. MNMposasnenuns MU HOCAT OTHOCMTENBHO Hecneunuiecknin
XapakTep, B CBSI3M C YeM MaLuMeHTbl obpallatoTcs Kk TepaneBTy C LernbiM psiaoM
XPOHUYECKNX CUMMTOMOB.

NMPU3HAKWU NMUO CO CTOPOHDbI XENYAOYHO-
KUWWEYHOIO TPAKTA

MO yacto HanoMmuHaeT 3aboneaHnst XKKT, noaToMy nNpu HanNMYUM HETUMUYHBIX
CYMMNTOMOB, OCODEHHO y MIafeHLEeB Unu AeTen, u Npyu oTCyTCTBMM OTBETa Ha
0ObIYHYO TEpanuIo MOXHO 3anogo3putsb MALO2.

K TunuyHeim XKK cumntomam y naumenToB ¢ NV oTHocATCA: NnpogormkutenobHas
Unu peumanBupytolas anapes, si3Bbl BO pTy, BOCNaneHne AeceH, B3ayTme
XUBOTA, KPOBb B CTyne, 60mnu B X1MBOTe, BOCNanutenbHoe 3abonesaHve
KMLLeYKHWa, 3aboneBaHnst nedeHn 1 S3Bbl NPSMon knwwku. OTcTaBaHue B
PU3nN4ecKom pas3suTUMN y MNageHues, U Nnoteps Beca y NoApOCTKOB MOTyT
yKasblBaTb Ha HenpaBuibHO neyeHHbI ML ¢ nopaxeHnem XKT.

" Hartono S, et al. Gastrointestinal disorders associated with primary immunodeficiency diseases.
Clin Rev Allergy Immunol 2018; Epub ahead of print

2 Nazi N, Ladomenou F. Gastrointestinal manifestations of primary immune deficiencies in children.
Int Rev Immunol 2018; 37:111-8
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B Tabnuue HWxe npuBeaeHbl OCHOBHbIE CUMMTOMbI CO CTOPOHbI XKKT,
NO3BOSIAIOLLNE rAaCTPOIHTEPOOrY 3anof403puTb Hanuvmne y nauynenTa MALQS.

MposiBneHua co ctopoHbl XXKT

Konut u renatut (LUMB), kaHanaos,
XpoHuyeckasa guapes, PTIIX
CumnToMbl MOTyT HabnaaTbCa ¢ poXXaeHns

[vapes, renatocnneHomeranus,
903MHOMNbHAs aHTeponaTus

lenatnt (ayTOMMMYHHBIN, TOKCUYECKUIA),
avnapes, konut u renatut (LUIMB), kaHaMAo03

BarskHas guapes (Cryptosporidium),
nporpeccupytoLlas 6onesHb neveHu,
CKIEPO3NPYIOLLMIA XOMAaHIUT, KONUT 1 renatut
(LMB), kaHanAo3

AsBbl nonoctu prta, anapes (Cryptosporidium),
nporpeccupytoLlas 6onesHb neveHu,
CKNEepPO3NPYIOLLMIA XOMaHrnUT, Manbabcopbuumsa

Ownapes (Giardia lamblia), uennakus, yanosas
numdonagHas runepnnasus

OcTpas n xpoHuveckasa guapes,
Manbabcopbuus

Iwnapes (Giardia lamblia), HogynsapHas
numdoungHas runepnnasus, atpodus
BOPCUHOK, HEMHMEKLIMOHHBIN KOMWT,
3110Ka4eCTBEHHasA aHeMus, MporpeccupyoLlas
6onesHb nevyeHun

KonuT, kpoBaBasi guapesi, 903MHounbLHas
3HTeponatus, numdoma, manbabcopbuns

BeposaTHbin Bug ML
Tspkénasst KoOMOMHMPOBaHHas
WMMYHHas He4OCTAaTOYHOCTb
(TKWH)

Cungpom OmeHHa
HepocTtaTtoyHoCTb
afleHo3MHAe3aMHasbl
Oeduunt monekyn MHC

Il Tna (CuHpPOM ronbix
nMMoLmnTOB)

'vnep-IgM cnHapom

CenekTunBHbIM Aednunt IgA
X-cuenneHHas
arammarnobynuHemus
O6uwas BapnabenbHas

MMMYHHaA HeJOCTaTO4YHOCTb
(OBVIH)

Cungpom Buckotta-Ongpuya

3 Al-Muhen SZ. Gastrointestinal and hepatic manifestations of primary immune deficiency diseases.

Saudi J Gastroenterol 2010;16:66-74

4 Al-Muhsen SZ. Gastrointestinal and hepatic manifestations of primary immune deficiency diseases.

Saudi J Gastroenterol 2010;16:66-74.
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MposBneHusi co ctopoHbl XKKT

MeprogoHTUT, abcuecchbl NeveHwu,
903MHOMNbHAs aHTeponaTus

KaHaunpos nuuiesona

BeHookknto3noHHasa 6one3Hb nevyeHu,
renarocnsieHomeranma

Tskenasi sHTeponaTusi, Tshxenasi XpoHuyeckas
Avapesi, Manbabcopbuus, oTcTaBaHue B
dun3nyeckom pasBuTum

[‘paHynemaTo3HbIN KONnT

dynbMUHAHTHasA NeYEHOYHas
HeOoCTaTOYHOCTb, Bbi3BaHHasa B3b,
renarocnrneHomeranus, numdoma

A3Bbl NOMOCTU pTa, NULEBOAHASA AUCKUHE3NS,
06CTPYKLUS NpUBPaTHUKA, TOHKOKMLLEYHAaS
HEenpPoOXoANMOCTb, KOMUT, MepuaHarnbHble
cBULLM 1 abclecchl, renatut, abeLeccsl
neyeHu

OmdanuT, NepMOAOHTUT, NepuaHarnbHble 3Bbl
HepocTtato4yHoCTb PepMEHTOB NOAXeENYyA04HON
Xenesbl, gnapes, Manbabcopbums

CanbMmoHennés, mvkobakTepuanbHble
abcLecchl NeYeHN U ceneseHku

[MepuTOHUT, GOMNK B XMBOTE

BepositHasa chopma ML

['vnep-IgE cnHapom

XPOHMYECKUI KAaHANO03 KOXN
W CIN3UCTbIX

BeHookknto3noHHasi 6onesHb
nevyeHn ¢ MMMyHoLedULNUTOM

X-CLenneHHbIN CUHOPOM
UMMYHHOW QUCperynsaumm,
NOSIM3HAOKPUHONATUN U
aHTeponatun (IPEX)

CuHgpom 'epmaHckoro-
Mynnaka

X-CLEenneHHbIn
numdonponudepaTUBHbLIN
CYHOPOM

XpoHunyeckas

rpaHyrnemaro3Has 6onesHb
(XI'B)

Oedovunt agresunm
JNENKOLINTOB

CuHapowm LliBaxmaHa-
DanmoHpa

[edekT uenu peuentopa
NDOH-y n NN-12 (MIMW)

lMepuoanyeckme cnHapOMbI

HA[ - HegocTaTovHOCTb ageHo3nHAe3amuHasbl; LIMB - untomeranosupyc; BOb - Bupyc
OnwrTenHa-bapp; PTIMX - peakuusi «TpaHcnnaHTaT npoTuB xo3siuHay; MKIC - rnaeHbIn kKoMnnekc
rnctocoBmectumocTtu; HBK - HemHdekumoHHoe BocnaneHune kuwevHuka; MIMMW - meHgenesckas

npeapacnorio)XeHHOCTb K MI/|K068KTepVIaJ'IbeIM I/IH(beKLI,VIS'IM.
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BonesHb KpoHa Cungpom Bnay

OTeK CTEHKM KULLIKK, cuibHble 601 B XXnBOTE HacnegcTBeHHbIN
@HTMOHEBPOTUYECKMI OTEK
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NMOCTAHOBKA OAUAITHO3A Nna

MepBoHavanbHoe o6cnenosaHne, NPOBOAUMOE B YUPEXAEHUAX NEPBUYHOTO
3BeHa, [OIMKHO BKItoYaTb B cebst aHann3 KpoBuM € nerkountTapHon opmynon
1 onpegeneHune ypoBHs nmmyHornobynuHos IgA, IgM, IgG u IgE. B cnyyae
PeLManNBUPYIOLLNX MHPEKUMIN NErKNX creqyeT Ha3HaunTb KOMMbIOTEPHYIO
TomMorpaduio Ans OLEHKN CTeneHn BOBMEYEHHOCTH nerkmx. Heobxognumo
NPOBEPUTL HanMyne NPU3HaKkoB ayTOMMMYHHbIX 3aboneBaHui.

O6cnepoBanne YXKT gomkHO BKoYaTh M3nKanbHbI OCMOTP AN BbISIBMEHWS
S13B NMOSIOCTM pTa UMM aHanbHOM 06nacTu, XUAKOCTU B BPIOLLIHOM MNOMOCTHN UK
60NEe3HEeHHOCTH XMBOTA, YBENMYEHUS NN 60Ne3HEHHOCTU NEYEHU U CENE3EHKMN.
Heobxoanmo Ha3Ha4MTb aHann3 KpoBM AN ANArHOCTUKN KULLIEYHOro
KPOBOTEYEHUS UK BocnaneHus. [Ins BbiSBNEHWUS BOCNaneHns n MHgekuui
cnegyeTt NpoBeCTW aHanu3 Kana unu BuaeokKancyrnbHy aHAockonuio; buoncuio
NneYeHn Unm KULWeYHNKa; racTPoCKOMNMI/KONOHOCKOMNNIO Asi OLLEHKN COCTOSHUS
CNU3NCTbIX 00oroYyek. [1ns NnocTaHOBKM AnarHo3a MoXeT noTpeboBaTtbCs
npuBrevYeHne OOMNONHUTENbHbBIX CMELMannCcToB, Kak NpaBuIio, MMMyHoOMora,

a Takxke crneyunanucTa no MHeKUNoHHbIM 3aboneBaHmsmM unu rematoriora.
KntoueBo MOMEHT - UCKITUYNTL 3r10KaYecTBEHHble 3aboneBaHns KpOBETBOPHOM
CUCTEMBI.

==
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yxoa 3A NAUWMEHTAMU C NUA

O6LwenpuHATbLIE CTpATErMmM Be4eHUs NaunmeHToB C CUMMTOMaMu CO CTOPOHbI
JKKT, obycnosneHnHbivu ML, npuBegeHsl B Tabnvue HUXe.

NHOEKUWUA/
3ABOJIEBAHUE

CTAHOAPTHBIE METO[bI JIEHEHUA

BaktepuanbHble MHeKLMn

Jlsmbrniuo3s

Konut

BeccuMnTOMHbIE NALWEHTbI
¢ pecduuyutom IgG un
CYMMTOMaMMN CO CTOPOHbI
MKKT

XpoHunyeckas
SHTEPOBMPYCHasn anapes

Takoe e, Kak 1 ans naunenTos 6e3 MNNM,
ofHako MoryT notpe6oBatbcs 6onee
ONUTENbHBbIE KYPChbl aHTUBUOTUKOB U
TwaTenbHoe HabnaeHne 3a COCTOAHUEM
nauneHTa

MeTpoHngason (MoxeT notpeboBaTbcs
HECKOIMbKO KypCOB B 3aBUCUMOCTU OT hOpMbl
nia)

Tepanusi ctepongamu; gnutenbHas Tepanus He
pekomeHAyeTcs

MoxeT 6bITb pacCMOTPEHO Ha3HaYeHne Apyrmx
UMMYHOCYNpPEeCcCaHToB, B TOM ymcne 6-Mr1

unu AZA B JOMONHEHME K aHTUMUKPOOHOMY
npenapary, a Takke KpaTKOBpeMEHHOe
yBenu4yeHne Jo3 samectutenbHon Tepanum IgG

KopTukoctepougbl, 5-amumHocanuumnnosas
kucnota, 6-MI, AZA nnu 6uonorndyeckue
areHTbl (Hanpumep, aHTn-®HO)

Takoe Xe, Kak 1 Ansa naunenTos 6e3 MM,
OofHaKo TpebyeTcs MOHUTOPUHT Ha NpeaMeT
nporpeccupoBanua OBVH

EcTb onbIT BBEageHus (B ToM yncne
BHYTPWKENYA04YKOBO) BbICOKMX 403 IgG npu
BbIP@XXEHHOW NaHrMnoramMmarnobynmHeMmmn nnu
arammarnobynmHemun (Hanpumep, 6onesHmn
BpyToHa)

6-MI1 - 6-mepkanTonypuH; AZA — a3aTuonpuH; OBUH — obwasn BapnabenbHas UIMMyHHast
HepocTaTo4HocTb; PHO - dhakTop Hekposa onyxonen
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MaumneHntam c MWL cnepyet gatb AMeTUYECKUE peKkOMeHaaunn, B TOM Ymcne

MO KOPPEKLMN NUTAHUS (HanpuMep, UCKIIOYEHWE TNIOTEHA) M NO paLnoHy BO
BpeMs NpodunakTMyecKkoro npmemMa aHTMbrnoTnkoB. MoXHO Takke paccCMOTpeTb
HeobXoAUMOCTb Tepanuu Ansi NOAAEPXKKM MUKPOGIOpbI KMLeYHMKa. MNauneHTb
¢ ML 6onee CKNOHHbI K NULWEBLIM OTPaBneHusM, Yem noan 6es ML, n

UM pEKOMEHAYEeTCH Ha3HavyaTb ANETY C HU3KUM cofepkaHnem Gaktepuii
(NpepocTaBnsATb MHOPMALMIO O NPOAYKTAX MOBbILLEHHOIO PUCKa 1 O TOM, YEM
NX MOXHO 3aMeHUTb)S.

CO3OAHUE MYNbTUOUCUUNIUHAPHON
reynnbsl and nAULMEHTOB C NUA U
conyrtcrteByroliMMn SABOJIEBAHUAMU

Y naumenToB ¢ MU moryT Habniogatbca HapyLleHns obMeHa BeLecTB (B TOM
yucre rmnepxonecTepMHeMus 1 caxapHbli Anaber), KoTopble MoryT notpeboBaTb
npuBrneYeHns AONOMNHUTENbHbBIX Bpayen-cneuunanmctoB. OnpeaeneHHbIn puck
CBSI3aH C Tepanuen BHYTPUBEHHbIM UMMYHOTN06YNMHOM, HanpuMmep, p1Uck
3aCTOMHOW cepAeYyHOn HeJoCTaTOYHOCTU NN TEMOSTUTUYECKON aHEMMU, YTO
MOXEeT noTpeboBaTb NpUBNEYEHN Kapguonora u rematonora.

MauwnenTsl ¢ ML, 6onee ya3BMMbI K pa3BUTUIO 3NTOKAYECTBEHHbIX
HOBOOOpas3oBaHmii, 0COOEHHO paka Xernyaka (B 4aCTHOCTU, Y NauMEHTOB
¢ OBVH) n numdombl. BoamoxHo, noTpebyeTcst BKMOUMTb B COCTaB
MYNbTUAUCUUNIMHAPHOW rpynnbl oHkonora. Mpu Heo6xoaMMOCTN MOXHO
HanpaBuTb naumeHToB ¢ ML k gpyrum cneumnanucTamM Unv B LEHTPbI,
crneunanusnpyroLnecs Ha nevyeHmn naumeHTos ¢ M.

nna: PYKOBOACTBO ANA
FACTPO3HTEPOJIOIOB

» Cuntaetcs, 4to okono Tpetn [N conpoBoXaatTca NnopaxXeHnsamm
XKenyoovYHO-KMLLIEYHOrO TpakTa.

* MauneHThI € Hecneumcpmqecmmm COCTOAHUAMU MOTYT ObITb HanpasBJieHbl K
racTpoaHTeponory, KOTOprVI MOXeT 3anoao3puUTb Hann4ne MWL Ha ocHoBaHWK
pPas3fMMYHbIX KIMNHNYECKNX NMPU3HAKOB.

5 Lund BM, O’Brien SJ. The occurrence and prevention of foodborne disease in vulnerable people.
Foodborne Pathog Dis 2011;8:961-73
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* K TunuyHbim cumntomam co ctopoHbl XKKT y naumenTos ¢ MU oTHocATcs:
NPOLOIKUTENbHAA UNU peunanBupyoLLas aguapes, A3Bbl BO pTy, BOocnaneHue
OecCeH, B3ayTue, KpoBb B CTyne, 60nuv B XMBOTe, BOCNanuTenbHoe 3abonesaHust
KMLevHnka, 3aboneBaHms nevyeHn u a3ebl MPSIMON KULLKK.

» OTcTaBaHue B On3N4ECKOM pas3BUTUM y MnageHues, n notepa secay
NOLPOCTKOB MOTYT yKa3blBaTb Ha HEMPaBUibHO JfiedeHHbIn [N ¢ nopaxeHnem
XKKT.

. AyTOMMMyHHbIe n/unu BocnanuTenbHble 3aboneBaHus Xenyoo4yHo-KMLeYyHoro
TpakTa MOryT BO3HMKATb Ha NPOTSKEHUN BCEWN XU3HU NaLneHTa.

* MauneHtam c NN moxeT notpeboBaTbCsA NOMOLLb LIeNoro psaa cneumvanmcToB
B 3aBUCUMOCTU OT MHONBUAYaANbHbIX CUMNTOMOB U MOPaXXEHHbLIX OPraHoB.
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AONONHUTEJNIbHAA NUHOPOPMALIUA U
NOAAEPXKA

OTa bpowtopa Obina nogrotoBrneHa MexayHapoaHoOW opraHM3aumen
nauMeHToB C NepBMYHbIMU MMMyHoaeduumTamm (IPOPI).

B aTon cepun BbinyckaroTcs U apyrue 6poLuUtopbi.

JononHutenbHas uHdopmauusa 1 noapobHble cBegeHnst 06 opraHn3aunsix
naumeHToB ¢ N[ B 67 cTpaHax Mupa npegcrasreHa Ha canTte

www.ipopi.org.

OT0T TekcT ObiN NepeBefeH opraHnsauunen, He oTHocswelcs k IPOPI.
Bbinu npunoxeHsl Bce ycunus Ans obecneyeHnsi kayectsa nepesoaa, Ho
IPOPI He rapaHTVpyeT TOHYHOCTb, HAAEXHOCTb UK aKTyanbHOCTb Nto6oi
nepeBeAeHHOW MHOPMaLWK, N He HeceT OTBETCTBEHHOCTU 3a Mtobble
NoCrnefCcTBYsl, CBsi3aHHbIE C JOBEPUEM K TOYHOCTU, HAAEXKHOCTU UK
aKTyanbHOCTN 3TON MHdOpMaLUK.

ocltapharmar

MepeBeneHo Ha pycckuil A3bik Npy noaaepxkke komnanum Octapharma

JTakeda

Mpu obpasoBaTenbHON noaaepxke komnanmn Takeda.




