IMOHHbI TepaneBTUYeCcKni nopTan

-

Kinmanyecknu ciay4dain Ne39
Cunapom runepummyHorsiooyaunemun E. D82.4.



HHanuent K., 1996 1. p. (26 J1eT)
IIOCTYIIUJI B OTACJICHUE UMMYHOIIATOJIOT U
u ajuieprojoruu I'Y «PecmyOnukaHCKun
HAyYHO-TIPAKTUYECKUM LIEHTP
PaMAMOHHON MEIUIIMHBI U SKOJIOTUH
YEJIOBEKA»

KanoOsr:

* MOCTOSIHHBIM KamieJb (CyXOW WIH C
orxoxaenueM S0—100 mu cBeTon
MOKPOTBI 10 YTpam),

* OABIIIKY U CepALICOMCHUE MPU
(U3UUECKON Harpy3Ke;

* TECPUOJINYECKHU 3YAALIHE BHICHINTAHUS
Ha KO’Ke TeJla U BOJIOCUCTOUN 4acTH
T'OJIOBBI.




* C nepBOro mMecsa KU3HU CTPaJacT PeuIAMBUPYONIUMEI CTAPUIOKOKKOBBIMUA HMHPeKUUAMH (TUOICpPMUS,
NapoOHUXUU, QPypPYHKYNE3, CTAaQUIOKOKKOBBIN SHTEPUT, MHOYKECTBEHHBIE a0CIIECCHI BOJIOCUCTOM YacCTH TOJIOBBI U
TYJIOBUIIIA)

* HeogHOKpaTHO CTalMOHAPHOE JIEYEHNE

* Ha BTOpOM roay »Ku3HHU AUArHo3: « ATOMUYECKUM JIepMaTUT, MilaJieHuecKas (hopma, 0CIOKHEHHBIN
nuoaepmuciiy. [IpucoeMHMINCE MHOXKECTBEHHBIC PEIIUAMBUPYIOIINE THEBMOHUHU C OCJIOKHEHUSIMU

* E>xeromHo nmpoxoaus CTallMOHAPHOE JICYEHHUE B MYJIbMOHOJIOTHYECKOM OTJEICHUU

* 1998 r.: BBIsIBIEHO CHIKEHUE YpOBHS G B CHIBOPOTKE KPOBU, ObLIT MIPEAIIOI0KEH BPOKICHHBIN
UMMYHOJIe(pUIIUT — 00Jie3Hb bpyTOoHa

» 2005-2006 rr.: KuCTBI B 000MX JIETKUX C YACTHIMU HArHOCHUSIMU

« 2007— 2008 rr.: mOBTOpHBIE OIEpaIIMd KUCTIKTOMMH, BBIIOJHEHA pe3eKnus S2-S3 crnpasBa

* B nocnenytoiiem kpome peluiMBOB MTHEBMOHUN OTMEUAJIUCh YaCThle 000CTPEHHUS aTONMMYECKOT0 JIepMaTuTa,
OCJIO)KHEHHbIC MUOJIEPMUEN, THOMHBIC TUM(DATCHUTHI.

* 2015 r.: moBTOpHOE A0CIIEAMPOBAHKUE KUCTHI JIETKOTO C HEOOXOAMMOCTBIO XUPYPTrUUECKOTO JICUCHUS.
OpxHOKpaTHO B/B OBLI MEPETUT UMMYHOITIOOYJIMH Y€JI0BEUECKUM HOPMAIIbHBIA => YITyUIIIEHUE COCTOSIHUSA

2022 r.: BeIsiBNICHBI BhIcOKkHe mu(ppbI IJE B criBopoTke kpoBu (601ee 2000 1U/ml) mpu HopMamsHBIX
3HaueHusix 1gG, M, A, noaTBepkieHHbIE TMHAMUYECKUM oOcieaoBaHueM. HampasieH ¢ npeanonoxuTeaIbHbIM
nuarno3oM «I unep-lgE-cunagpom».

AHaMHe3 KU3HU: POXKJICH OT IepBoi OepeMeHHoCTH. Bpennbie npuBbuky oTpuiiaet. He padoraet (uHBanum 2-i

rpynibl). CemeliHblld aHaMHE3 0€3 0COOCHHOCTEH.



CocTosgHuE yIOBIETBOPUTEIBLHOE, CO3HAHUE
SCHOE.

Oco0eHHOCTH JIMIEBOI0 CKeJIeTa: MUPOKUU
KPBUIOBUIHBIM HOC, IIIMPOKO PACCTABJICHHBIE
r1as3a

KOXHBIN MMOKPOB BOJIOCHUCTON YACTH TOJIOBBI
TUTIEPEMUPOBAH, CIMHUYHbBIC
NMAMyJONYCTYJIe3HbIE 3JIEMEHTHI HA KOXKe
e

MHOeCTBEHHBIE MOCIEOIEepPaAIIMOHHbBIC PYOIIbI
Ha KOXKE IPYJAHOM KIIETKU. MimeeTcsa Tpu
O0CTATOYHBIX MOJIOYHBIX 3y0a.
JInmdaTudeckue y3ibl HE YBETUUEHBI
KocTHO-MbIIEUHAs cucteMa: KU(oCcKoamnos,
rUNepMoOOMJIBHOCTH CYyCTABOB
Temneparypa tena — 36,7 °C

Poct — 156 cM, Bec — 39 kT

[Ipumepsl KITMHUYECKUX MPOsBIeHUN 0one3Hu [[xkoba-baknu

(cunpOM TUNIEpUMMYyHOTI00YyIMHEMHUU E)
HWcrounuk: https://scidcompass.org/video/hyper-ige-syndrome-hies



ToHbI cepalia sICHbIE, PUTM IIPABUIILHBIN
[Tynsc — 110 yu/mun, AJI — 100/70 MM pT. CT.

JIpIxaTeabpHas CUCTeMa: JbIXaHUE )KECTKOE, B
BEPXHUX OTAEJIAX JIETKUX CIIPaBa 3BYK MPOBOJIUTCS
IJI0X0; B HUOKHUX — JIbIXaHHUE 0CIa0eHO. XPUIIOB
HeT. [lepkyccus: onpenensaercs siICHbIU JIETOYHOU
ToH. Uncio aeixauuit — 17 B MuH. OOBIIIKN HET

JKuBOT MSTKH, PpU Najdbnanuu 0€300J1€3HCHHBIN.
[lepucTtanbTuka KUAlIeUHUKA 00bIuHasA. [leyeHp y
Kpast peoepHoit nyru. Cene3eHka HE MAIbIUPYETCs

Ctyn exXeIHEBHbIN, 0(POpMIICHHBIN

CuMIITOM MOKOJIAYMBAHUS OTpULIATENEH. [(nype3 —
1500 M1 B cyTku. Mouencnyckanue cBOOOIHOE,
0€300JI€3HEHHOE.

Hcrounuk: https://www.freepik.com/free-vector/stethoscope-lungs-icon-
design_37881580.htm
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OAK:

o remornoouH — 143 r/n, sputpouutsl — 5,08 x 1012/1, CO3 — 19 mm/4, neiikonutel — 8,6 x 109/,
r03uHOGMIBI — 10 %, manoukosiaepubie HEUTpoPuILl — 4 %, cerMeHTosiIepHbIe HeUTpohuiIbl — 48
%, muMmponuTel — 32 %, MOHOIUTEI — 6 %, TpomOoITEl — 170 % 109/m1.

bHOXMMUYECKUN aHATIN3 KPOBU:

o obmuu 6emok — 81 r/x, rmoko3a — 3,8 MMOIIbL/1I, MOYeBHMHA — 6,6 MMOJIb/11, KpeaTuHuH — 90
MKMOJIB/JI, XOJI€CTepUH — 9,2 MMOJIb/11, 001uii Omnmupyouda — 11,8 MKMoub/1,
acrmaptaramuHorpancdepaza — 39 EJI/n, ananmnamunorpancdepaza — 73 EJI/a, C-peakTUBHBIN
oenoxk — 1,9 mr/m.

OO0muii aHaM3 Mo4M 0€3 0COOCHHOCTEN

IToceB Mmour Ha Mukpodaopy: S. Saprophyticus — 106 xomonueoopasyronux eauuuil (KOE).
Ma3zok u3 moTku 1 Hoca: S. aureus — 108 KOE.

Ma30k ¢ KOKHBIX TTOKPOBOB Ha MuUkpodiopy: S. aureus — 106 KOE.

[ToceB MokpoThl Ha Mukpoduopy: S. aureus — 106 KOE; P. aeruginosa — 108 KOE.
[Toka3arenu reMocTa3uorpaMmel B npejaenax peepeHTHbIX 3HAUCHUN.

AHam3 KpOBHU HA MapKepsl BUpYyCcHOro renatura 1 BUY orpuniarenbHbl
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CyBnonynALMOHHBI COCTAB NUMAPOLMTOB IR HOpMarnbHble nokasaTenu
P T 3HaueHus, % nauuexTa, %
CYOROMYMALIM NKMGOUNTOS Mapreps! AbbepeHUMPOBKH anaveHnn, % naupenTa, % Mokasarenu (yHKLMOHANLHOM aKTUBHOCTI HEHTPO(UNOB

T-numdoumril cD3* 66,0-75,0 83,2 MornoTuTenbHas akTUBHOCTb, % r 60-80 55 ]
AXTHBHPOBaHHE® T-NUMBOLMTSI CD3'HLA-DR' 0,8-2,3 20,21 Cnoco6HocTb K NpoAyKUuu cynepokeua-paaukanos (HCT-tec), %
T-xenneps: CD3°CD4* 30-56 418 HCT cnoHTanHbIn, % 2,0-15,0 15
S CD3-CDB" J 208-26.8 392 HCT ctumynupoBaHHbii, % L 40,0-60,0 36 J
VIMMYHOPEryNaTOPHLIR MHAEKS CD4'/ CD8* [ 14-21 1.1 ::;:;HHN“’ % 40-70 7
e, e i Co1¥ 91124 10,1 CTUMYNUPOBaHHbLIN, % 9,0-12,0 18
EcTectseniiie mnnepsi CD3CD16°CD56" (88171 8.5 ) Apyrve nokasatenv
Eorectaestng T-numnepe CO3'CO16'Chos" 2558 2.0 C3-KOMMOHEHT KoMnnemeHTa, r/n 0,83-1,93 1,35
Haustie CD4 T-xennept! CD3'CD4"45RA’ 26-62 232 C4-KOMMOHEHT KOMNNeMeHTa, r/n 0,150-0,570 0,338
CD4T-xennepe! namam CD3'CD4"45R0O" 6-20 23,0 LipkynupytoLLme UMMyHHbIe KOMMNeKchl (ycn. ea.) 4-24 38
CD8 T-unToTOKCHYECKHE NAMATH CD3'CD8'45RO+ 2-12 251 AT IgM k Herpes simplex oTp. oTp.
lgD wenepexniodesble B-numMpoumTEl NamMATH IgD-27° 50-25 0 4.0 AT K UMTOMEranoBumpycy B CbIBOPOTKE KPOBM:
IgD nepexnirenisie B-numounThl NAMATH gD 27" 9-35 46 IgM oTp. oTp.

ABconoTrbe aHavenus, x 10° 8 1 mxn IgG oTp. NONOXMUT.
T-nitmchoumTL | 1.0-167 238 | | |AT«B3B:
B-numdoumnTe 1 0.,15-0,24 0,29 r IgM k kancuaHomy Al (EBV VCA) oTp. COMHUTENbHbI

VMMyHOrnoSynmHb, r/n . 7 1gG k HykneapHomy Al' (EBV EBNA-1 I1gG) oTp. oTp.

VIMMyHOrNOBYnuH A 1.0-1,67 162 1gG k kancugHoMmy u paHHemy Al (EBV VCA IgG ) oTp. NONOXWT.
MimmyrornoBynins M 1,0-1,67 1,03 AHTusinepHble AT (UDA):
Unmynorno6ynim G 1,0-16,7 17,39 ANA screen meHee 1,5 meHee 0,5
VnmyHornoGyniw E oBugwit 1,0-1,67 11483 1U/ml ) bialee 1,0 Metiag 11,5




iCkoe obcnenosarme (2) ooc@wm

* moBbIIeHHE copepkanus T-mumdorutos 3a cueT T-kumiepoB (CD3+CD8+-kieTok)

« yBenuueHue konmuectBa NKT-nmumdponuros (CD3+CD16/CD56+) u T-kiteTok ¢ Mapkepamu
aktuBaiuu (CD3+HLA-DR+)

* IIpouentHoe coaepxkaHrue B-TuM@pOLIUTOB COOTBETCTBYET pe(hepEHTHBIM 3HAYCHUSIM, OJHAKO
HapyllieHa TepMuHaiabHas auddepeHunpoBka (cHwkeHue lgD-nepexmoueHHbIX B-KiIeTOK naMsTh)

* YBein4eHHe KOHUeHTpauuu o0mero IgE B ChIBOPOTKE KpOBU MPU OTCYTCTBUU CYIIIECTBEHHBIX

HApYIIEHUA CO CTOPOHBI JPYTUX KJIACCOB UMMYHOIJIOOYJIMHOB

Onpenenenne cnenupuueckoro IgE ¢ maneabio ajutepreHoB: MHOKECTBEHHAs CEHCUOMIM3AIIUS,
MaKCHMaJIbHO BBIpaxkeHHas (ypoBeHb omacHocTH V1) k amneprenam E1 kot u M5 Candida albicans



{bIA OCMOTP

KT rpyaHou KJIeTKM:

* MOJUKHCTO3HAs JUCIUIa3Usl 00OUX JIETKUX C MOCICONEPalMOHHBIMU U3MEHEHUSIMU B TIPAaBOM
JIETKOM, THEBMOCKJIEPO3. Bo3ayIiHas mojocTs B S8 1€BOro jJerkoro, mHeBMoGHOpO3 BEpXHEH
JOJIX JIEBOTO JIETKOTO. S-00pa3HbIi CKOJIMO3 MIEHHO-TPYIHOTO OT/Aeja MO3BOHOYHUKA 3-U
CTEIICHHU.

IKI:

* purm cuHycoBbIil HecTaOubHbIN. YCC 62—-100 yn./mMun

IHyJabcokcumMeTpus:

* ypoBeHb KuciiopoaHoi carypauuu (SPO2) B Hopme — 98%

Y3U muTOBUIHOU KeJle3bl:

*  9XO-NPU3HAKUA KUCT O0CUX JIOJIEH, YBEIMYEHUE MEHUHBIX U HAAKIIOUUYHBIX JUM(OY310B (10 16
X [ MM).

I30(paroracTpoayoaeHOCKOMUS:

* 3aKJIOYEHUE: XPOHUUYECKUN TaCTPUT

Cnupomerpus:

* 3aKJIIOYEHHE: 3HAYUTEIbHbIC CMEIIAHHbIC HAPYIIEHUS] (PYHKIIMU BHEIIIHETO JbIXaHUS.



* KuunHM4YecKue JaHHbIE (XapaKTepHbIC YEPTHI JIUIIA,
TUIIEPMOOUIIBHOCTh CYCTABOB, MICHHO-TPYIHOM CKOJIMO3
3-i CT., HAJIMYKE OCTATOYHBIX MOJIOYHBIX 3yOOB,
HK3E€MAaTO3HbIC BHICHIIIAHUS HA KOKHOM IOKPOBE, YIIOPHO
peluaMBUpYoIIas cTapuIOKOKKOBasT HH(DEKIHUA,
a0CIECChI KOKH, MAPEHXUMATO3HbIE AHOMAJIUU JIETKHUX,
IPUOKOBBIC MOPAKEHUS)

[lepBuyHbIU
UMMYHOIECDUIIUT —
runep-1gE-cunapom

e JlaboparopHble NPU3HAKHU (CTOMKOE W BHIPAKEHHOE
noBeIIeHNe ypoBHS IQE B chiBOpOTKE)

Ouenka no mkane guarHoctuku runep-l1gE-cuaapoma (HanmonaneHbiii ”HCTUTYT 300p0Bbs CIIIA):
e 58 0amnoB (0osnee 40 0. — BbICOKass BEPOSITHOCTh HAJIMYMS TAHHOTO 3a00JI€BaHMs)



Q/IbHENLee TeyeHme

PEKOMEH/IOBaH JUIMTEIbHBIN IIPHUEM KO-
TPUMOKCAa30J1a

noAACp KUBAKOIasi OpOHXOJErOUHas Teparms
(bopmorepon 12 Mkr 1o 1 mo3e 2 pa3a B IeHb —
JUTUTEIIbHO; MYKOJIUTHUYECKHUE CPEACTBA
(amOpoxcon, AIILL) kypcamu no mecsaiy 3—4
pasa B Ioj1)

YXOJ1 3@ KOKEW C TPUMEHEHUEM YBIIQKHSIIOIIUX
CPEICTB.

P TSHKEJIOM TEUCHUU MH(PEKITMOHHO-
BOCHAJIUTEIbHBIX MPOIIECCOB: TEpaIMs
UMMYHOTJIO0YJIMHOM HOPMAaJIbHBIM
YeJI0BEUECKHUM JIJI1 BHYTPHBEHHOTO BBEJICHUS U3
pacueta 0,4 r/Kr Macchl Tea.

-

Wcrounuk: https://www.biomatrixsprx.com/news/what-to-expect-from-intravenous-
immunoglobulin-ivig-therapy



Cunapom runepummyHorsiodyannemun E (runep-IgE cunapom, 0ome3ns [koda-bakian) — peakoe MyJabTUCUCTEMHOE
HACJIEJICTBEHHOE 3200JI€BaHUE, OTHOCSIIEECS K IEPBUYHBIM UMMYHOIE(PUIIUTAM, ACCOLMUPOBAHHBIM C CUHIPOMAIbHBIMU
POSIBICHUSIMU

YacroTa MeHEe OJHOTO ciy4das Ha | MIIH HaceleHus

HaunboJsiee yacTbie MMMYHOJIOTHUYECKHUE TTPOSIBIICHUS : DK36MATO3HBIEC BBICHIIIAHUS YIIOPHOTO TCUCHUS, OaKTEpHUAJIbHBIC
MH(EKIMN KOXKU U MATKUX TKaHE 0e3 MPU3HAKOB BOCHAJICHUS, pellUIUBUPYIOIIHE PeCTUPATOPHbIe HH(EKIUN C
nopaxennem JIOP-opranoB, CKIIOHHOCTb K 3JI0KQ4€CTBEHHBIM HOBOOOPA30BaAHUSIM

HeuMmyHHBIE TTpU3HAKKU: KpaHUOLEe(aJIbHbIe 0COOCHHOCTH, HAPYUICHUS OMOPHO-ABUTATEJIbLHOIO ANNAPATA,
3y0O0UYEIIIOCTHOM CUCTEMBI (3a/IepKKa BbIMaJACHUSI MOJIOYHBIX 3yOOB), COCTMHUTEILHON TKAHU U COCYIUCTOM CETH

OrcyrcTBHE crienu(PuIecKUX KINHUKO-JTA00PATOPHBIX MAPKEPOB CYIIECTBEHHO 3aTPYAHAET AMATHOCTHKY
3a0o0JieBaHUS.

JlnarHocTuka HampaBJjieHa Ha MOUCK KJIKYeBbIX KJINHUYECKMX NMPU3HAKOB: BbICOKHN ypoBeHb IQE, r03uH0ummnio u
CEMEUHBIM aHAMHE3

Y IaHHOTO MalMeHTa OTCYTCTBOBAJIA 303MHOPUIUA

OmnpeneNsroniuM JHarHoCTUICCKAM ITPU3HAKOM 3a00JICBaHMS Y TJAHHOTO MMAIMCHTAa SBIICS 0Ye€Hb BBICOKHIi YPOBEHD
ceiBopoTouHoro IgE (6omee 10 000 1U/ml), xoTopslii B cOdeTaHUM C KIIMHUYECKUMH TIPHU3HAKaMH Ha OCHOBaHUH
MCTIOJIb30BaHUs OAJTHOM IIKaJIBI TT03BOJIM YCTAHOBUTH JTUATHO3
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* HoBukoBa Upuna AsiekcaHAPOBHA, J1.M.H., Ipodeccop, 3aBeayromuil kadheapoil KIMHNYECKOU Ja00paTOpHON TUarHOCTHKH,
aJUIEPToJIOTUU U UMMYHOJIOTHH, YO «l OMeNnbCKHIl TOCYIapCTBEHHBIN MEAUIIMHCKUI YHUBEPCUTET», [ oMelb, benapychs;

* PomanuBa OxcaHa AJIeKCAaHAPOBHA, K.M.H. Bpayd aJUIEPTOJIOr-UMMYHOJIOT OTACJICHUS aJUIEProJIOTMi U UMMYHOIIAToJIoruu, 1Y
«Pecny0nrKaHCKUM HAYYHO-TIPAKTUYECKUN LIEHTP pagualliOHHON MEAUIIMHBI U HKOJIOTHH YesioBekay, [ oMmens, benapycs;

* CanuBonuuk Anapeii [1aBaoBuy, K.0.H. Bpay ajieproyior-uMMYyHOJIOT, 3aBEAYIOIINI OTACICHUEM AJIJIEPTOJIOTMU U UIMMYHOIIATOJIOTHH,
'V «PecnyOnukaHCKUN HAyYHO-TIPAKTUYECKUHN IIEHTP paAUAIlMOHHON MEAUITMHBI U DKOJIOTUH YesloBeKa», [ omens, benapycs;

* XonyJjeBa CBeTjiaHa AjleKCaHAPOBHA, K.M.H., TOIICHT Kadenpsl BHyTpeHHUX O00se3Hent Ne 1 ¢ kypcom angokpunonoruu, YO
«l'OMeNbCKUI TOCYITapCTBEHHBIM MEAULIMHCKUM YHUBEPCUTETY, [ oMenb, benapycs;

* IIpoxonoBuuy CBetriiana CepreeBHa, acCCUCTEHT Kadeapbl KITMHUUECKON Ja00paTOPHON TUArHOCTHUKH, aJNIEPTOJIOTHH U UMMYHOJIOTHH,
YO «l'omenbCcknil TOCYIapCTBEHHBIN MEIUIIMHCKUN YHUBEpCUTET», [ oMenb, benapych

Uctounuk: Cunapom runepummyHoniooynmuaemun E / 1. A. HoBukoBa, O. A. PomanuBa, A. I1. CanuBonuuk [u 1ip.] // [IpoGnemsbl 3710pOBbsI U
skosoruu. — 2023. — T. 20, Ne 1. — C. 136-143. — DOI 10.51523/2708-6011.2023-20-1-17. — EDN BDOVSE.



Mbl BCcerga roToBbl K COTpyaHUYecTBy!

KOHTAKTbI
PykoBoagutenb npoexkTa lagepkuHa Bukrtopmna AHaTonbesHa

Ten.: +7(926) 017-52-14
viktoriashade@uroweb.ru



