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AHHOTaUMA

NMMyHoaedUUMT BO3HWKAET, KOrLa OAWUH UM HECKOJIbKO KOMMOHEHTOB UMMYHHOI CUCTEMBbI He QYHKLIMOHMPYIOT LOMIKHBIM 00pa3oM, BceacTBMe
4ero opraHu3M TepsieT cnocobHOCTb NPOTUBOCTOATB B NEPBYI0 04epe b MHbEKLMOHHLIM areHTaM. bosblMHCTBO clyYaeB UMMYyHoaeduULMTa Y B3pOC-
NbIX ABNATCA NPUOBPETEHHBIMM (BTOPUYHBIMM), 0AHAKO HEPELKM U BPOXKAEHHblE fLedeKTbl UMMyHUTETa. llepBUYHbIE UMMYHOA4EUUMUTLI — 3TO re-
TEpOreHHas rpynna BpoXAEHHbIX OLIMBOK MMMYHUTETA, KOTOPbIE NPUBOAAT K PasfINyHbIM KIIMHUYECKUM M NabopaTopHbIM NposBaeHuaM. HanpoTus,
BTOPUYHbIE UMMYHOLEDUUMTLI — 3TO NPUOBPETEHHOE CHUXKEHME KONMUYECTBA MMMYHHBIX KNETOK U/UNK HapyLieHne ux GYHKLMK, YTO Yalle Bcero
XapaKTepu3yeTCs CHUMEHUEM YPOBHS aHTUTeN. BTOpUYHBIA UMMYHOAEDUUMT Y NaLMEHTOB ¢ B-K1eTOYHbIMU FreMaTosIorMYeCcKMMM 3/10Ka4eCTBEHHbI-
MU HOB006pa30BaHMAMM ABNISETCS PACPOCTPAHEHHBIM COCTOSIHUEM, KOTOPOE MOXET ObiTb 06yCNOBIEHO Kak CaMUM reMob1acTo30M, TaK U BTOPUY-
HbIMU, CBAI3aHHBIMU C NPOTUBOONYXO/EBOI Tepanuel npuumHaMu. Kak 3To HM napafoKcanbHo, UMMyHoLedULMT, NepBOHaYabHO NPUNUCHIBAEMbIi
BTOPWYHLIM NPUYMHAM, MOXKET bbITb 00YCI0BNEH HE AMAarHOCTMPOBAHHLIM paHee NepBUYHBIM UMMYHOAEDULNTOM. PaHHAS AMarHOCTMKA UMMYHOZe-
¢dumunTa M ONTUMU3aLUA CTPaTErNN BeAEHUSA NALMEHTA C MYNbTUAUCLMNIMHAPHLIM NOAX0A0M ABNSAIOTCA KNOYOM K 0becneyeHmto Hanbonee apdek-
TUBHbIX METO0B CMeLUdUYECKOro NeYEHHS, @ TaKIKe CHUKEHUIO YacTOTbl OC/IOXKHEHMI M CMEPTHOCTU, CBA3aHHbIX € MHbeKUMeN. B cTaTbe 06cyx-
[ATCA KNIMHUYECKas NPaKTUKa, PeKOMeHaLMm 1 NpobnieMbl AMAarHOCTUKM UMMYHOAedULNTA, a TaKKe 3 (EeKTUBHOCTb 3aMeCTUTENIbHOM Tepanuu
MMMYHOrN06yNMHaMM Ha NpUMepe KNMHUYECKUX CITyHaeB.
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BeepeHue

Ilepsuunsie uMmmyHopgeduuursr  (IIM]])  06ycmoBIeHbI
BPOX/EHHBIMY JepeKTaMy UMMYHUTETA, KOTOpble MaHUeCTN-
PYIOT, KaK IPaBUJIO, B I€TCKOM BO3pacTe, OZHAKO MOTYT Hebo-
TUPOBATh pa3BUTUeEM B-xnerounoro numdomnponudeparnBHo-
r0 3a60JIeBaHM A BO B3POC/ION HOMYIALMN.

Hamnpotus, Bropnytsle ummyHogeduuntst (BM]T) mpencrasis-
10T 13 cebs IpYoOpeTeHHOE CHIDKEHNE KONMYeCTBa /YN Hapylle-
HIe pyHKIVM MMMYHHBIX K/IeToK. Hanbosee pacrpocTpaHeHHbIM
tunoM BI]] siBnsAeTcs: CHYOKeHMe YPOBHS aHTUTeE, BO3HUKAIOIIee
BC/IE[ICTBYE OCHOBHOTO 3a00/IeBaHIA M/IM B KaUueCTBe OC/IOKHEHM
IPOTMBOOIIYXO0/IeBOII Teparui (1, 2]. B a110Xy akTMBHOTO UCIIOIb-
30BaHMA MMMYHOMORYIUPYIOLIMX OMOTIOTMYECKUX IIPEelapaToB
KpaliHe aKTyaJIbHOII ABJIseTCSA CBOeBpeMeHHas auddepeHnab-
Hast MarHOCTYKA IIEPBUYHOTO ¥ BTOPUYHOTO MMMYyHOepuIINTa, B
IPOBeIeHNY KOTOPOJ OTPOMHYIO POJIb UT'PaeT MY/IbTUUCINIUIN-
HaPHbII IOZIXOf, C IPUBJIEYEHIEM BPAa4eli-IMMYHOJIOTOB.

MaHudecranus nMMyHomeUINTa, KaK HEPBUYHOrO, TaK U
BTOPUYHOTO, MOXXeT ObITH 0OYCIOB/IeHa IIepeHeCeHHOI NHPeK-
Ieil, ay TOMUMMYHHBIM IpolieccoM, nuMponponudepaTuBHbIM
M COMMHBIM 3/I0Ka4eCTBEHHBIM HOBOOOpasoBaHueM [3]. Viccre-
[OBaHIe, IOCBSIIIEHHOE KINHIIeCKUM Ae0I0TaM IOfTBEPXK/IeH-
Horo IIN]I, mokasano, 4To y 60npunHcTBa (68%) MalMeHTOB B
aHaMHe3e OTMedeHbl smu3opbl uHpekyuu [4]. Vi3BecTHO, 4TO
nauuenTsl ¢ [IM]] mopBepraioTca NOBLIIEHHOMY PUCKY Pa3BU-
TUA TeMAaTOIOTMYeCKIX 37I0Ka4eCTBEHHBIX HOBOOOPa30BaHMII 1
ayTOMMMYHHBIX HapylIeHui [5, 6].

BUJ mpepcraBnAeT co60il IeTepOreHHYI TIPYIIY COCTOS-
HUI, KOTOpble BOSHMKAIOT, KOT/]a UMMYHHas CHCTeMa CKOMIIPO-
MeTHpOBaHa HeHacleAcTBeHHbIMU (akTopamu. Hamnbornee pac-
npocTpaHeHHblit BapuanT BVl xapakTepusyercs CHMXXeHMEM
YPOBHSI CBIBOPOTOYHOTO MMMYyHornobyanta (Ig), HaspiBaeTcs
TUIOraMMarntoOynuHeMuelf, Wiy HapylueHneM ¢yHkumu IgG,
HECMOTPSI Ha HOPMAJIbHBIJI M/IVM Jla)kKe IOBBIIICHHBINI YPOBEHb

WHdopmaums o6 aBTopax / Information about the authors

*babuueea Jlanu FanuMoBHa — KaHA. MeA. HayK, 4oL Kad. OHKONOrMK

1 NananaTMBHOM MeamUmMHbl uM. akag. AW, Casuuroro ®rEQY N0 PMAHIIO,
Bpa4-OHKONOT BbicLLei kaTeropuu. E-mail: lalibabicheva@mail.ru;

ORCID: 0000-0001-8290-5564

JlyHuoB Anekceii BnaguMmpoBuy — KaHz. Mef. HayK, Bpay annepronor-
MIMMYHOJI0T, 3@B. PecnybIMKaHCKMM LLEHTPOM KIIMHUYECKOM MMMYHONOT N
AY3 PKB. ORCID: 0000-0003-2552-2107

XycauHosa lynbHapa HauneBsHa — KaHfl. Me[i. HayK, 3aB. OTA-HUEM
xumwuotepanumn N°2 FAY3 «PKOL um. npod. M.3. Curana.
ORCID: 0000-0003-1916-9925

MNoppay6Has UpuHa BnagumuposHa — akag. PAH, f-p Mef. Hayk, npod.,

3aB. Kad. OHKOIOT MW W NannnaT1eHoM MeauumHbl uM. A.W. Casuukoro,
MPOPEKTOP Mo NieyebHol paboTe v MexayHapoAHOMY COTPYAHUYECTBY

Ore0y N0 PMAHNO, 3acn. nesT. obpasosanus PO, npeacenatens Poccuiickoro
obLecTBa oHKoremarosnoros. E-mail: ivprectorat@inbox.ru;

ORCID: 0000-0002-0995-1801

*Lali 6. Babicheva — Cand. Sci. (Med.), Russian Medical Academy
of Continuous Professional Education. E-mail: lalibabicheva@mail.ru;
ORCID: 0000-0001-8290-5564

Alexey V. Luntsov — Cand. Sci. (Med.), Republican Clinical Hospital.
ORCID: 0000-0003-2552-2107

Gulnara N. Khusainova - Cand. Sci. (Med.), Sigal Republican Clinical Oncology
Dispensary. ORCID: 0000-0003-1916-9925

Irina V. Poddubnaya - D. Sci. (Med.), Prof., Acad. RAS, Russian Medical Academy
of Continuous Professional Education. E-mail: ivprectorat@inbox.ru;
ORCID: 0000-0002-0995-1801

COBPEMEHHAS! OHKOJTOT WS, 2023; 25 (3): 365-372.

JOURNAL OF MODERN ONCOLOGY. 2023; 25 (3): 365-372. 365



https://doi.org/10.26442/18151434.2023.3.202446

REVIEW
An interdisciplinary approach to the management
of oncohematological patients with immunodeficiency:
clinical cases. A review
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Abstract

Immunodeficiency occurs when one or more immune system components do not function properly, resulting in the body's inability to resist mostly in-
fectious agents. Most cases of immunodeficiency in adults are acquired (secondary), but congenital immunodeficiencies are not uncommon. Primary
immunodeficiencies are a heterogeneous group of innate immune errors that result in various clinical and laboratory manifestations. In contrast,
secondary immunodeficiencies involve an acquired decrease in immune cell count and/or impairment of their function, commonly associated with
an antibody level decrease. Secondary immunodeficiency in patients with B-cell hematological malignancies is a common condition attributed to
both hematological malignancy and secondary antitumor therapy-related causes. Paradoxically, immunodeficiency, initially attributed to secondary
causes, may be due to a previously undiagnosed primary immunodeficiency. Early diagnosis of immunodeficiency and optimization of management
strategies with a multidisciplinary approach are critical to providing the most effective specific treatments and reducing the incidence of infection-re-
lated complications and mortality. The article addresses clinical practice, recommendations, and problems of immunodeficiency diagnosis and the
effectiveness of immunoglobulin replacement therapy illustrated by clinical cases.
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AHTUTEJI, KaK, HalIpuMeEp, y IIAalMEeHTOB C MHO>XX€CTBEHHO MIe-
nomoit — MM [2, 7]. BenencTBue runoraMmMario0yInHeMuy Tia-
uyeHTs! ¢ BUJI nopBepraroTcst 60/1ee BBICOKOMY PUCKY Pa3BUTHSI
OIACHBIX /IS )KVM3HU MHGEKIUII 10 CPaBHEHUIO CO 3[OPOBOIL
HOIYJIALVEN, TAKMX KaK PeLUfUBUPYIOLIas CHHOIIYIbMOHAIb-
Hasi uMHpeKLys, KoTopas 0ObIYHO o6ycioBieHa Streptococcus
pneumoniae, Streptococcus aureus u Haemophilus influenzae [2].

KnioueBsbie daktol o MU v BUJ y naumeHToB
¢ reMob6nacTosamu

Puck pasBuTHs reMo671acTO3a 3HAYUTETBHO YBENNINBAETCA
y B3POC/IbIX IALMEHTOB ¢ OXHUM U3 BapuanToB IIM]] - obieit
BapnabeIbHO MMMYHHOI HemocraroyHocTbio (OBMH) [8, 9],
U OTCPOYEHHas €ro AMAaTHOCTMKA HETaTMBHO CKa3bIBaeTCA Ha
[POTHO3€e M3-3a BBICOKOJ YaCTOTHI PasBUTUs MHDEKI[MOHHBIX
OCTIO>KHEHUII C IIOCTIEAYIONUTNM HapyIIeHNeM peKMMa IIPOTUBO-
OITyXOJIEBOJI TepPAaNMM U, KaK C/Ie[ICTBIE, CHIDKeHMeM ee addek-
tuBHoCcTH [10]. Takum o6pasom, mauueHTsl ¢ muMdonponnde-
paTuBHBIMU 3a007€BaHMAMY U TaOOPATOPHBIMM IIPU3HAKAMYI
MMMYHHBIX aHOMaJIN1, C Hau4dueM MHEKLNil B aHAMHe3e UIn
6e3 TaKOBBIX JJO/KHBI 6bITh 06cmenoBanbl Ha OBVH u fpyrue
BapuaHThl [IM]] mo Havana Tepanum. JTO MO3BOIUT CBOEBpE-
MEHHO MOAMU(UIMPOBATh /eYeHNe U Ha3HAYUTh aleKBATHYIO
CONPOBOAUTENbHYIO Tepanuio Ig c yueTom BoisaBaenHoro ITN]I.

B HacTosIee BpeMs IPUHATHI KIMHWYECKUe KPUTEPUN yCTa-
HoB/eHus puarHosa V]I - OBUH [11], koTopsle crnenyer mc-
[0/Ib30BATh B KIIMHUYECKOI IIpaKTuKe (Tadm. 1).

YauTbiBasg BBICOKMII PUCK PasBUTHS OIYXO/IM, NPENCTaB/IA-
eTcsl 1e/1ecOOOpasHBIM CKPMHMHI Ha OHKO/MOTMYecKue 3abo-
neBanuA y nanuentos ¢ [IM]]. OgHako B HacTosAlee BpeMs He
CYIeCTBYET KOHCEHCYCHBIX PEKOMEH/JaLlNII KaK I10 paHHelN fua-
THOCTMKE, TaK M II0 IOC/IeAYIOLIeMY AMHAMIYECKOMY Habmope-
HUIO 38 9TUMU [AlMEHTaMMU. YUUTBIBasi BaXHOCTb IPOOIEMBI,
HEKOTOpBbIe UCC/IefoBaTeIN JaKe MPeN/IaraioT cuelupuiecKyo
TUCTOJIOTMYeCKYI0 Tofknaccudukayio IV ]I-acconumpoBan-
HbIX TuMdom [12].

Cucremarndyeckuit 0630p ¥ MeTaaHanus, BKIOYMBIINI
48 mccneoBaHMIl pacIpOCTPAaHEHHOCTH 37I0KaYeCTBEHHBIX HO-
BooOpasoBaHuit y manuentos ¢ OBVH, mokasan, uto obuias
pacnpocTpaHeHHOCTD 3/I0Ka4eCTBEHHBIX HOBOOOPa3oBaHMIL CO-
craBysiet 8,6% (790 cny4aes cpenu 8123 manuentos ¢ OBIMH),

Ta6nuua 1. Kputepum noctaHoBku avartosa 0BUH
Table 1. Common variable immune deficiency diagnostic criteria

1. 21 u3 cnepyioLMX KpUTEPUEB:

* MOBbILLEHHASA NOJBEPIKEHHOCTb MHBEKLNAM;

* AyTOMMMYHHbIE MPOSIBIEHMS);

« 0bpa3oBaHue rpaHyneM;

* HeobBACHUMAsA NOMKINOHaNbHAA IMMboNpodepaLys;

« [IN] ¢ HapyLueHneM CMHTE3a aHTUTEN Y YUNEHOB CeMbi

2. BelpaxkeHHoe cHuKeHue ypoBHs 1gG (B 2 NoBTOpHbIX UccnenoBaHmax Ha 2 SD ot
BO3PACTHOI HOPMbI, /NS B3POCIIbIX — MeHee 4,5 r/n) v IgA c/6e3 cHikeHms yposHs IgM

3. 21 13 cnepytowmx KpUTEpUEB:

* Hea/leKBaTHBbIM OTBET Ha BaKLMHALMIO (W/WK OTCYTCTBME U30reMarTiTUHUHOBY);

* Maroe KolM4eCcTBO NepeKIyeHHbIX B-kneTok namaTy (<70% ot Bo3pacTHOIA HopMbI)

4. Vcknto4eH1e BTOPUYHOTO reHe3a runoraMMarnobymHemMun

5. Bospact >4 net (cUMNTOMbI MOryT 1e610TMPOBATb paHbLUe)

6. OTCyTCTBME NPU3HAKOB MYBOKOTO HapyLLeHNs T-KNeTo4YHOro 3BeHa (Hannume He
6Gonee oaHOro 13 TpeX KpUTEPHUEB):

o CD4+/MKn: 2—6 neT <300, 6-12 net <250, cTapiwue 12 net <200;

* % HauBHbIx CD4+: 2—6 neT <25%, 6—16 net <20%, cTapuue 16 net <10%;

« T-KneTo4Has nponudepaums oTcyTcTByeT

U3 KOTOPBIX 1uM$OMa SABISAETCS TUAEPOM, OIS KOTOPOTO J0-
cruraet 40% cpenu Bcex omyxoreit [8].

B cBoto ouepennb, BUJI BcTpedarorcsa B 30 pa3 yalie BpOXJeH-
HBIX OWIMOOK MMMYyHUTeTa. /11 OHKOTeMaToloTrMYecKMX Ia-
L[IeHTOB PaHHSAA HAaCTOPOXKEHHOCTb B OTHOIIEHWUM Pa3BUTUSI
BUJI u oneHKa MMMYHHBIX QYHKINII B TPYIIIAaX BHICOKOTO PU-
CKa SABJIAIOTCA KTIOYOM K paspaboTKe CBOEBpPEMEHHOII CTpare-
ruu NpodUIAKTUKU PeLUAUBUPYIOMUX MHPEKLNIL, KOTOpPbIe
MOTYT OBITH MO0 OMACHBIMU /1A KM3HH, TMOO HETATUBHO BIIN-
ATh Ha HENIPEPBIBHOCTb NPOTMBOOIYXOJIEBON Tepaluy U Kade-
CTBO >KM3HU HAILVIEHTOB.

VI3BeCTHO, YTO pas3IMyYHBIe K/IAaCChl HPOTUBOOIYXOIEBBIX
areHTOoB (TPa/iUIOHHbIE UTOCTATUKY — ATKVIMPYIOLMe areH-
TBI Y1 IIyPUHOBBIE aHAJIOTH, PAM TapreTHBIX IIpeNapaToB C pas-
JIMYHBIMY MeXaHU3MaMI JelCTBUA — TaOj. 2) OKa3bhIBalOT He-
raTMBHOE BINMsHNE Ha KOMMYeCTBO M (YHKIMIO B-KmeTok.
HesaMmeHyuMas B Hacrosllee BpeMs I'PyINa MOHOK/IOHaJIbHBIX
AHTUTEJI, Hal[e/ICHHBIX Ha CrenuuIecKye SIMUTOIBI KIIeTOIHO
oBepxHOCTH B-knerok (Hanpumep, CD19, CD20, CD22, CD38
n CD52), CHMXKaeT KOIMYeCTBO B-K/I€TOK MM TONaBIsET UX
(yHKIMIO, B TO BpeMsA KaK MHIMOMTOPHI TMPO3MHKIHA3bI Bpy-
ToHa (Hampumep, UOPyTMHUO) 1 HocHOMHO3UTUA-3-KMHASDI
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menbra (PI3KS; Hanpumep, upenanucub) BIUAIOT Ha BbDKMBae-
MOCTb B-KjeTok 3a cuer MHIMO6MpOBaHuUs perentopa B-kneTok
(BCR) nnu ero CUrHajlIbHBIX MOJeKyI. [Ipyrue ycyry6ndmoomnie
UMMYHOZIeUIIMT METOABI JIeYeHMsI BK/ITIOYAIOT MHTUOUTOPHI
mpoTeacoM (Hampumep, 60pTe3oMub), KOTOpbIE SIB/IAIOTCS MOL-
HBIMU cympeccopamu T-kmeTox u T.4. [13].

HecMoTps Ha Hamu4ye reMaToJIOINYeCcKOro 37I0Ka4yeCTBEHHOTO
HOBOOOPa3OBaHMsA, PELUANBUPYIOIe, HEOOBIUHbIE, HEPCUCTHU-
PYIOLIVe MM TSDKeNble MHPEKIMN 3a4acTyI0 ABJIAITCS JIA Bpa-
4eli-reMaTo/IoroB MepBbIM (aKTOPOM, MOTUBHUPYIOIIVM 3aI0f0-
sputb BUJI [14]. IToMumo Hammums KIMHUYECKUX TPOSIBICHUI
BUJI n1s NOATBEp)KAEHWS AMarHosa TpebyloTcsa /1abopaTOpHbIe
TECTBI C U3MepeHMeM YPOBHelt Ig B cbiBopoTke KpoBH [2]. OpHoit 13
HeyHOB/IETBOPEHHbIX IIOTpebHOCTel B 06/1acTy AyarHocTuku BUJ
ABJIACTCS OTCYTCTBUE YeTKOTO KOHCEHCYCa B OTHOIIEHNM TOTO, Ka-
Kue ypoBHM IgG crefyeT 1CIIop30BaTh A/l OXHO3HAYHOTO OIIpe-
meneHus runoraMMmaraobynuaemun [7]. B HemaBHeM 9KCIIEPTHOM
KOHCEHCYCHOM 0030pe KoHIjeHTpaiys IgG B CbIBOPOTKE KpOBU
<4 1/71 omperieneHa KaxK TsKeasi TMIIoraMMario0ymHeMus, a ypo-
BeHb 4-6 I/71 — KaK JIerKast runoraMmarnobynnaemus [15].

Iaxxe ecru MHQEKIMOHHBIE SIM30bI PEAKIU VI OTCYTCTBY-
0T, C/IeflyeT pacCMOTPeTb HeOOXOAMMOCTD OLIEHKM MMMYHHOII
CHUCTeMbI BO BpeMsl AMATHOCTUKM B-K/IeTOUHOTO 3710KaueCcTBeH-
HOTO HOBOOOpa3OBaHNsA, NOCKONbKY PaHH:AA cTpaTudukanms
[AIMIEHTOB C BBICOKMM PMCKOM MOXXET NPEXOTBPATUTH PasBU-
THe TDKETbIX WIN PeLUAMBUPYOLINX MHPEKLUI B Iporecce
IPOTUBOOIYXO/IEBOJL TePAINIL.

Ina noprsepxpaenusa BV B momonHeHMe K OIlpefie/leHUIO
yposH: IgG B m1asme pekoMeHfiyeTcs GYHKIMOHA/IbHA A OLlEHKa
MMMYHHOTO OTBeTa Ha BaKL[MHAIINIO J/1s1 HOATBepxaeHusA BU]I,
0COOGEHHO y MAlMEHTOB C pelMUAUBUPYIOMUMY MHEKIMAMN
npu HopManbHOM ypoBHe IgG [16]. IIpenbipyiiee ucnonb3oBa-
Hye BHyTpuBeHHbIX (BBUT) nnu nopkoxxueix Ig (ITKNUT) moxeT
MCKa3UTb pe3y/NbTaThl OTBETA HA BaKLMHY. [I09TOMy peKoMeH-
myeTcs HOROXJaTh 3-6 Mec mocie moboro Beefienns Ig [15].
B cOBOKYIHOCTM aHa/MM3 UCTOpUM 6OIE3HN ITallMeHTa Y CB3aH-
HBIX C HUM $aKTOPOB PUCKa, OLjeHKa ypoBHeit IgG u peakiius Ha
BaKI[MHAI[MIO ABIAIOTCA K/IIOYEBBIMU HEOTHEMJIEMBIMU YaCTS-
My fuarHocTuky BUJL y manueHTa ¢ reMo6/1acTo30M.

Takum 06pasom, yuuTbIBass 3HAYMMOCTh OOOMX IMATOJOTH-
YeCKUX COCTOSHMII — MMMYHOfeQUIUT U TeMaTOIOoTMYecKoe
3/I0Ka4YeCTBEHHOE HOBOOOpa3oBaHMe, — BaXKHO, 4TOOBI [Is
IVMATHOCTUKY Y BEIEHMA STUX MAalMEeHTOB MCIIONb30BaJICA MEX-
IDVICIIATIITHAPHBII TOAXOM.

3amecTuTenbHasa Tepanus Ig

Lenpio AONTOCPOYHON 3aMecTuTeNnbHON Tepanmum IgG mpm
IIV]] ABnsieTCs CHVDKEHME YacTOThI M TsDKeCTM MHpeKumit un
IpefoTBpallleHNe JOATOCPOYHOrO YXyAIleHMs (QyHKLuM op-
TaHOB, a TAaK)XXe yIy4YlIeHMe KauecTBa >KM3HM, CBSA3aHHOTO CO
spopoBbeM (HRQOL) pereit, B3pOC/IBIX M MOXWIIBIX JTIOfE C
N[ [17-24]. IlepBuuHbt fedUUUT aHTUTEN TPeOyeT MOXKM3-
HEHHOI 3aMeCTUTE/IbHON Tepanuy A/s CHVDKEHWS JaCTOThI U
TsoKecT MHbekuuit. KputeprneMm sddexTuBHOCTH SABIAETCA
TOCTVDKEHNMe KOHTPOJIA Hafl KIMHUYECKMMM TPOSBICHUAMU U
TOCTIDKeHMe afieKBaTHOro yposHA IgG 6onee 7 r/1 Henmocpep-
CTBEHHO Iepef; Clefyolleit nHpysue.

3amecturenpHas Tepamus Ig nmpu BUJ goxasama cBoio ad-
(GeKTUBHOCTD B YCTpaHEHMM TUIIOTaMMArao0yIMHeMUN U CHU-
JKEHUM YaCTOTBbI pasBUTUA MHQEKLMI Y HalMeHTOB C reMaTo-
JIOTMYECKVMM 37I0Ka4eCTBEHHbBIMM HOBOOOpasoBaHmsmu [13].
B HecKONMpKMX peKOMEHJALNAX MPeJIIoNaraeTcs, YTo HasHayde-
Hite Ig cemyeT paccMaTpuBaTh TOMBKO IIOCTIE TOTO, KaK aHTUOAK-
TepuanbHble MpeapaThl JOKasanu CBoK HeaddeKTUBHOCTD [2].
OpHako B KIMHIYECKOI IPAKTIKE 3TO pellleHNe OCHOBBIBAETC,
KaK IIpaBWIO, Ha KIIMHIYECKOJ KapTIHE ¥ HaIMIMM B aHAMHe3e
TsDKeNbIX MHGeKuumit [25]. Ecnu Ha MOMEHT ITOCTaHOBKY MATHO-
3a TeMaTO/IOTMYeCKOTO 3/I0Ka4eCTBEHHOTO HOBOOOpa3oBaHUs T'y-
MoOpasibHasi UMMYHHas CUCTeMa IeMOHCTPUPYET 3HAYNTENTbHYIO
AucHYHKUMIO, MOXKET OBITH PAacCCMOTPEHO MPOPUIAKTUIECKOe
UCHONIb30BaHMe Ig, HalIpuMep Ipu BHICOKOM pUCKe MHQEKINIT ¥
nanueHToB ¢ MM, XJIJT uinu numbomoii [26, 27].

REVIEW

Tabnuua 2. MpoTuBoONyX0neBas Tepanus, accoLumupoBaHHas ¢ passutueM BUJ,
Y NaLMeHTOB € XPOHUYEeCKUM NuMdonenko3oM, MM 1 HexofKKUHCKOA nuMdboMon
(apantupoBatxo [13])
Table 2. Antitumor therapy associated with secondary immunodeficiencies
in patients with chronic lymphocytic leukemia, multiple myeloma,
and non-Hodgkin's lymphoma (adapted from [13])
[pynna MexaHusm Npenapar MuwweHb
Putykcumab CD20
06uHyTy3yMab CD20
Ocatymymadb CD20
MoHoKoHanbHble Mopasnsior Benty3ymat cD20
aHTUTena, B-knetku [apatymymab CD38
HaLleNnleHHble W3atykeumad CD38
Ha aHTUreHbl Anemty3ymab CD52
MoBEpPXHOCTU Munary3symab CD74
B-knetok
WHrubupyet
aKTMBaLMI0 3Jnpary3ymab CD22
B-knetok
WHrmbupyiot
nepepay
WHrvbutopsl nytm cm?Hanog N6pyTHHIG BCR
Wnenanucnb PI3K
oT B-KneTouHbIx
peLienTopoB
WrvBuTopbI CnocobeTayet
BCL-2 anontosy BeHeTorutake BCL-2
B-knetok
[IVDMHOBKIE Mopaensiot
yp T-Knetku OnynapabuH H/n
aHanoru
1 B-knetkn
CART Mopasnsior Axicabtageneciloleucel CD19
B-knetku Tisagenlecelucel CD19
Uuknodocdamun H/n
Anknnupytome Tnbenb B-knetok
areHThl o 1 T-KNneTok KniopambyLmn H/a
BenpaMycTuH H/n
Mopasnsiot
MMMYHO-
Crepounbl MoAynpytoLLme MpenHu3onoH H/n
(aKTopb!
TPaHCKpUNLMK
TpaHcnnaHTaums Vi Beicokve Ao3bl "
CTBONOBLIX KIIETOK THeTeHe XMMMonpenaparos (ayTo-) n
(ayo-, anno-) B-knetok MMMyHHoCynpeccuBHas
Tepanus (anno-) H/n
Mpumeyanue. H/A — HeT AaHHbIX.

EBpormeiickast 9KCIIepTHas1 KOHCEHCYCHasI IPYIIIa Omy6nmmKo-
Bajla peKOMEHJALMM 10 Havajy 3aMeCTUTENbHOI Tepanum Ig
y nanyeHToB ¢ B 1 reMaTonornyecKumy 3710KadeCTBEHHBI-
MHU HOBOOOpa3OBaHMAMM, OCHOBaHHbIE Ha HECKOIbKMX Iapa-
MeTpaxX, BKIIOYAIOUMX TMIIOTaMMarno0yIMHeMIIo, NHPEKINI
U OTBeT Ha BaKIuHanuio [14]. HemaBHO KOMUTETHI IO TIepBUY-
HOMY MMMYHORe)ULINTY ¥ U3MEHEHHOMY UMMYHHOMY OTBETY
AAAAT BpImycTUIM NpaKTHMYeCKOe PYyKOBOACTBO IO JMarHO-
CTUKe U JIeYeHMIO BTOPUYHON THUIIOrammarnobynvuemun [7].
B 3T0i1 moppo6HOI My6nMKauyuy HOfYEpKMBAETCA BaXKHOCTD
COOTBETCTBYIOIUX BO3PACTy ped)epeHCHBIX AMAIa30HOB YPOB-
HA 1gG Ana megmaTpmMyecKMX MAIlMEHTOB, a TaKXKe CTPaTH-
¢dukanuu Huskux yposHeit IgG (<700 mr/mm; 400-699 mr/m;
200-399 mr/nm u 0-199 Mr/81) ¥ IPORO/KUTEIbHOCTH TUIIOTaM-
Marnob6yIMHeMuy [/l ONpefe/leHNs [IUTEeNbHOCTY 3aMeCTH-
TebHOI Tepanuu Ig [7].

IToxasaHyA [/ 3aMeCTUTE/IbHON Tepaluy pacliMpeHsl, 4TO-
6bI BKIIOYNTH BCeX ManueHToB ¢ BU]I ¢ TsDKenbIMu Mnm pe-
LUUAMBUPYIOIIMMY UHPeKUMAMM, Hed(PEeKTMBHBIM IPOTH-
BOMUMKPOOHBIM JIedeHMeM M NOO0 [OKa3aHHBIM OTCYTCTBUEM
criennUIeCKUX AHTUTEN IPU UMMYyHU3anun (OTCYTCTBIE BY-
KPaTHOTO MOBBIIIeHMA), 160 yposHeM IgG B ChIBOpOTKe <4 I/1T
(1.e. rumoramMmarnobynnHemus) [14].

CormacHO peKOMeHALNAM IIPY XPOHUIECKOM TUMPOIeItKo-
3e (XJIJI) BBUT naumHaior ¢ mo3bl 400 MI/Kr KaXkjble 3—4 Hej,
I/ MOCTVOKEHMA MMHMMAanbHOTo ypoBHA IgG 6-8 1/, a 3aTeM
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Puc. 1. Anroput™ uHMuMaLmm 3amMecTuTenbHou Tepanuu |g npu BUJ

Y OHKOreMatoslormyeckux nalueHTos.

Fig. 1. Algorithm for initiation of Ig replacement therapy in oncohematological
patients.

AxamHes:

« JIumdo-/MurenonponndepatmsHoe 3abonesaHyie
« lcnonb3oBaHWe MMYHOCYNPECCBHOW Tepanum
« Hannuue peuyavsumpyiolmx nHbeKLmn

v
JlabopatopHble TecTbl
« OAK ¢ neikouwmTapHoi dhopmynon
« YposHu Ig G, A M
« Onpeaenenue creunduyeckux aHTUTen K Pneumaococcus,
Tetanus, H. influenza B
« [poTenHypus

v

| WHbekums? |

Her: Ig<4 n/n? [la: Tepanus Ig

A\ L4

Het: cnabbiit cneunduyeckuit [a: Tepanus lg

MMMyHHbI 0TBET — AT?

v v

| HeT: HabniofeHre || [Nla: Tepanv Ig |

TUTPYIOT B03Y A1 nopaep>kanus IgG Ha yposae >4 1/ [28]. Ipu
MM HavanpHas go3a coctaBnuseT 400 MI/KT, KaXkble 4 HeMl, HO
6momornyecKy 3HaYMMBbII MMHMMAa/IbHBI ypoBeHb IgG fomken
OBITH OIpefie/ieH y Ka’KJOro MalyeHTa VHAMBUAYanbHO [28].
B nacrosamee Bpems Ig Tak>ke MOXXHO BBOIUTD B BUJI€ TIOJIKOX-
Hol uHbekuyuy (ITKUT), n aToT myTb BBeZEHMUA NMOCTEIEHHO
CTaHOBUTCA Bce 6osee mpyeMIeMbIM. IIpoliecc IpUHATHA pellle-
Hus 0 Bei6ope Mexpy nedennem IIKVUT u BBUT nomxeH BKIIO-
YaTh MAIEHTOB I WIEHOB MX CeMbH, YTOObI HAMTydImuM 06pa-
30M aJjalITUPOBATD JIedeHMe K UX 00pasy )xusHu [25, 29].

Ycrpanenue ocHoBHoM npuunHbl BUJ ABnAercsa mepBocTe-
NeHHo 3afjaveif. OTHAKO BO3MOXXHOCTD €€ OCYIIeCTB/IeHN 3a-
YaCcTyH COMHUTETbHA NPU TeMaTONOTUYECKMX 37I0Ka4eCTBEH-
HBIX HOBOOOPa30BaHNAX, OCOOEHHO TPeOYIOINX AIUTEIbHOIL,
BIIJIOTH /IO IOXM3HEHHOI, TPOTUBOOIyX0/eBoit Tepanuu. Kpo-
Me TOT0, IIOKa3aHO, 9YTO y HEKOTOPHIX NAIVIEHTOB HU3KNUE YPOB-
Hu IgG coxpaHAIOTCA B TeuyeHMe AIUTETbHOTO BPEMEHMU IIO-
Cjle 3aBeplIeHMsA JIeYeHUs PUTYKCUMaboM, a B psAfe ClydaeB
HUKOTZIa He BoccraHapnuBawoTcsa [30, 31]. ITocie mpoBefeHus
CAR-T-k71€eTO4HOI Tepanuy MHOTME M3 NALMEeHTOB yTpadyuBa-
10T BO3MOYXHOCTD IIPOV3BOANUTD HOBbIE B-K/IeTKy mamaATH, 4T0
TeMaeT UX YA3SBUMBIMU TI€Pefl HOBBIMM MaTOT€HAMM JlaXKe TIoCIe
[peKpallleHNs KIeTOYHoIt Tepannu [32, 33].

BerpevaroTcs M MpOTMBOpeYNs, KOTOpBIE 3aKTIOYATCA B
KOHCTAaTallMy MHOTOYMCICHHBIX MH(QEKIVIOHHBIX 3MU30M0B Y
HaIMeHTOB C HOPMabHBIM ypoBHeM IgG, B TO BpeMs Kak B He-
KOTOPBIX C/IydYasAX IIPY TAXKENOil TMIIOraMMarito0y/IMHeMun He
pasBMBaIOTCA YacTble MHPeKHuM [16]. V marnyeHToB ¢ HUSKUM
ypoBHeM IgG u 6e3 peluauBUPYOLUX UHPEKINIT MOXKET OBITH
11e71eCO00pasHO NPUHATH CTPATETUIO «HAOMIOHAN U SKAu», IpK
KOTOPOJi YPOBHM Ig perynsaipHo KOHTPONMPYIOTCSA B COBOKYII-
HOCTY C MOHUTOPMHIOM CHMITOMATMYeCKMX MHQEKUMIL, 10-
Cle perucTpalnyy KOTOPBIX IlefecO0OpasHO Hayalo 3aMecTy-
TE/bHOI TepanMu. B clydae NpMHATUA CTpaTernu «HabIofan
U XIM» UCCTIeloBaTeNM PEKOMEHAYIOT OlleHMBATh CEpOIornye-
CKJe OTBETHI Ha TPOBOAIMMYI0 ITall¥IeHTaM I/TAHOBYIO BaKI[MHa-
LU0 /171 afleKBaTHOJ OLIEHKM Ka4eCcTBa TyMOPa/bHOTO OTBETA.

CorlacHO OTeYeCTBEHHBIM METOLUMYECKMM pPEKOMEeHAIMAM
VHUIMAIMA 3aMeCTUTETbHON Tepanuy Ig y manmeHToB co 3710-
KayeCTBEHHBIM TMMbonpondepaTUBHEIM 3a60/IeBaHMEM OC-
HOBaHa B IIEPBYI0 OuYepeflb HAa HAMMUYUM CUMIITOMATUYECKO
IUIIOTaMMAaIrIo0y/IMHEMUM, TSDKENBIX WM PeLUAUBUPYIOMMX
MHQEKIMOHHBIX ann3ofax (puc. 1) [34].

https://doi.org/10.26442/18151434.2023.3.202446

Poccuiickue KnMHMYECKMEe peKOMEHJAlMM IOPa3yMeBaloT
HeOOXOAMMOCTD [AIMTETbHOI 3aMeCTUTEeIbHOI Tepamuiu Ig: mpu
XJIJT Ha moboM 3Tame nedeHus Ipu yposHe IgG Menee 5 r/n u
PeLMAMBUPYIOUINX 6aKTepUaTbHBIX NHEKINAX; Ipu MM, He-
XOMXKKMHCKOI TuMpOMe Ha TI060M dTalle TedeHNs U y MallJieH-
TOB TIOC/Ie TPAHCIUIAHTAI[MM KOCTHOTO MO3Ta, pu yposHe IgG
MeHee 4 T/71 M pelMANBUPYIOMINX OaKTepUaTIbHBIX NHOEKINAX;
y IaLlMEeHTOB C PelUAMBUPYIOLIIMY OaKTepuaIbHbIMU UHEK-
LUAMHU 1IpKU HeaPPEeKTUBHOCTY aHTMOAKTepUaIbHO TepaInm.
Llenecoo6pa3Ho paccMOTPeTh HeOOXOAMMOCTh Ha3HAYeHM 3a-
MECTUTE/IbHO Tepanuy Ig malueHTaM C penMAVBUPYOLIMA
6axTepuanbHbIMM NHEKMAMM IPY HOpMaIbHOM ypoBHe IgG.

IIpy mop6ope [O3BI M KPaTHOCTM BBefieHMIT Ig opueHTUpY-
I0TCs Ha NMKOBYI0 ¥ MMHMManbHYI0 KoHIleHTpauun IgG. Kon-
TPO/Tb MMKOBOM KOHIeHTpaunn IgG ocyuiecTBNAOT He paHee
4yeM yepes CYTKU Ioc/ie epBoro BeefieHns BBVI, koHTponb Mu-
HIUMAa/IbHOJ KOHIIEHTPALMM IPOBOAAT HEMOCPECTBEHHO Tepes
crneyomuM BBefieHreM Ig. MuHuManbHas KoHIeHTpanusa IgG
HO/KHa OBITD BbILIe 4-5 I/7I, a TOBTOPHBIE ONpefe/IeHN s MIHNU-
MaJIbHOJ KOHIIEHTpaluu IpoBoAAT 1 pas B 6 mec. Pekomenpy-
emas mosa Ig cocrabnser 0,2-0,4 r/kr Kaxk/pie 3—4 Hef| B Tede-
Hue 12 mec [34].

IIpn Be16Ope Ig cenyeT o6paTuTh BHMMAaHME Ha KOHIIEHTpPa-
1uio npemnapara: 10% Ig mo3BONAT yMeHbIINTh 06bEM U IJIN-
TEbHOCTDb MHQY3MHU, YTO 0COOEHHO aKTYaIbHO [JIA Ial[IeHTOB
C CepevHO-COCYAUCTOIN MATONIOTHel 1 3a00/eBaHUAMIY TIOYEK.
Ba>kHBIM ITapaMeTpoM, ITO3BONAIIINM JCIONb30BATh Iperna-
partsl Ig y manyeHTOB ¢ caXapHBIM A1MabeTOM, SIBIIAETCS MpUMe-
HeHIle B KadeCTBe CTabN/IN3aTOpa aMITHOKIC/IOTHL, a He caxapa.
CrepyeT OTMETUTD, YTO BCeM TpeOOBaHMAM 6€30MIaCHOCTH OT-
BeyaeT COBPEMEHHBINI cTabummusaTop L-mponuH, obecreunBa-
IOIUIT BO3MOXXHOCTb NPYMEHEHM Ipelapara y MalueHToB C
CaXapHBIM J1abeTOM, XapaKTepU3YIOLWNIICA MUHYMaIbHBIM CO-
Iep>KaHMeM LUMepOB, 00yCIOBIMBAIOLINX BHIPA)KEHHOCTD II0-
604HbIX 9()(HeKTOB, a TAKIKe YIPOILIAIONINIT XPaHEeHNe [Ipemapa-
Ta BHe XOJIOZ[VIbHMKA 3a CYET BHICOKOJ CTEIIeHM CTaOMIN3alnu.
Ilpumenenne 10% BBUI IlpuBumxeHa, CTaOMIN3NPOBAHHO-
ro L-mponmHOM, COMPOBOXK/AeTCs 3HAUMTENbHBIM COKPAIleHN-
eM BpeMeHU, He0OXOMIMOTO JIA IpOBefieHN A MHY3MUM, 06beMa
nudysny, a Tak)Ke MMHUMM3ALMell KOMUYIeCTBA HeXKelaTellb-
HbBIX ABIEeHU [34].

C uenbio AeMOHCTPaL MK MeXAUCLUNIIMHAPHOTO
noaxoaa npu segeHMn oHKoreMaTosormyecKux
nauneHToB C MMMYHO,EI,EdWILI,MTOM npeacrtasnaeM
onucaHue gBYX KJIMHUYECKUX ciyyaeB.
Knunuueckuit cnyyain N21
OHKoremMaronor:

IMTanmentka M., 1958 roga po>kaeHus, BliepBble 06paTmiach
B I'AY3 «PKOJ um. npo¢. M.3. Curana» B okrsa6pe 2019 r. ¢
xanmobamu Ha AuckoMpopT B JIeBOM Imonpebepbe, yBemde-
Hue cene3eHKN. [1o TaHHBIM KOMOVMHMPOBAHHOI IO3UTPOHHO-
3MMCCUOHHON U PEHTTEHOBCKO KOMIBIOTEPHOI TOMOrpadum
(II9T/KT) or  17.10.2019  BbisABIE€Ha  CIJIEHOMETANUs
(208x110x270 MM) ¢ fudQy3HO MOBBILIEHHBIM HAKOIIEHVEM
¢dropresokcurnokossl (SUV,,,, 2.8), a Takxke nuddysHo mosbI-
IIEHHBI MeTab0M13M KOCTHOTO MO3T'a, CBU/IETE/IbCTBY IOLMIL 00
aKTMBALMY PEaKTMBHOIO XapaKTepa MaM crenuduveckon ero
nHounprpanyn. IIpy MOpdOMMMYHONTOTMYECKOM MCCIefoBa-
HUY TpemnaHo6KonTaTa IO0AB30IIHOM KOcTH oT 12.12.2019 BbI-
SIBJIEHO 04aroBoe mopaxeHune B-knerouHoit numdomoii. B geka-
6pe 2019 r. B TAY3 PKD manjueHTKe BBIIIOTHEHA CIIEHIKTOMMS.
ITpu MOpGOUMMYHOTUCTOXMMNUYECKOM MCCIE[OBAHUY TIOCTIe-
OIIepal[MIOHHOTO MaTepMaja YCTAaHOBAEH AMarHo3: auMpoma
MapruHaapHON 30HBI cene3eHku (CD20+ B 6emoit u KpacHOI
nynbite, CD3+ menkue peaktuBHble T-knetku, bcl-2+ B map-
TUHATbHOI 30He pomnukynos, TCL-1+ B dommuxyrax, CD10-,
bcl-6-, JgD-neratuBHas peakuus, nupekc KI-67 - 10-12%).

ITocne mpoBefieHHOM CIVIEHSKTOMUY B TedeHMe 3 Mec MaIu-
eHTKa Habmofanach Ha 6ase TAY3 «PKOJI um. mpod. M.3. Cura-
na». B mapre 2020 T. MOABUINCD JKaT00BI Ha BBIPa>KEHHYIO Cla-
60CTb, MOBBIIIEHE TeMIlepaTypsl Tena Ko 38°C, KOXHBbII 3y,
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ITpu koHTpONBEHOM 06CTenoBanuy 30.03.2020 BoLsABIeHA TUMD-
afieHOMAaTMs LICHHBIX, aKCH/UIAPHBIX, 3a0pIOIIMHHBIX U BHY-
TPUOPIOMIHBIX TMMPATUYECKUX Y3/I0B, MaKCUMabHble pa3Me-
pot — 15 MM B auamerpe. KnmHmMyeckas cuTyanus paclieHeHa
Kak mporpeccuposanue, u ¢ 04.04.2020 HayaTa UMMYHOXUMMU-
orepanus no nporpamMmme R-CHOP-21 (purykcumab 375 mr/m?
BHYTPUBEHHO JieHb 0, HOoKcopyournuH 50 Mr/M> BHYTPMBEHHO
menb 1, unknodocdamus 750 Mr/M> BHYTPUBEHHO A€Hb 1, BUH-
KpUCTUH 1,4 MI/M* — cyMMapHO He 6ojiee 2 MI' — BHYTPUBEHHO
meHb 1, mpegHu3onoH 100 Mr BHYTpb, fHU 1-5) Ha $oHe compo-
BOJIMTE/ILHON Tepanyy I'PAHYNIOLUTAPHBIMY KOTOHUECTUMYIN-
pytomrmu daxropamu (I-KC®). IToce 3-ro kypca XMMUOUM-
MYHOTepanuu, B uwoe 2020 r., malmeHTKa IepeHeca 3aTsAXXHY 0
HOBYI0 KOPOHaBUPYCHYIO NH(}EKIINIO, TedeHe IOy Yaa I0 Me-
cTy >xmrenbcrBa. Crienndudeckas repanus Obla IpepBaHa.

ITpu xoHTpONMBHOM 06CnenoBanyy II9T/KT ot 17.11.2021 BbI-
ABTIEHO IIPOrpecCHpoBaHMe 3a00NeBaHUsA B BUAE TeHepalu-
30BaHHOI NMMMQaJIeHONIATUN C PAacCIpOCTpPaHEHMEM Ha HOBBIE
30HBI BHYTPMOPIOLIHBIX U IHepudeprdeckux nuMeaTudecKnx
y310B (SUV,,,, 0T 2,92 10 5,93), 4TO COOTBETCTBOBAIO 5 Hamnam
mo mkane Deauville. [JaHHbIe reMorpaMMbl: aHeMMs 4-11 CTe-
neHM (TeMOITOOMH — 45 I/71), TIOBBIIIEHNE YPOBHS NTaKTaTHeT -
mporenasst 1o 1133 mr. C siHBapst o mait 2021 r. Ha doHe ak-
TUBHOJ CONPOBOAUTENBHO, TeMOTPaHCPY3UOHHON Tepamuu
IpOBEfIEHO 6 KyPCOB XMMMOMMMYHOTEPANUM HO HpOrpaMme
R-B (purykcumab 375 Mr/m? BHyTPMBEHHO 1 fieHb, beHIaMyCTUH
70 mr/mM? BHyTpUBeHHO gHM 2,3). KoHCTaTnpoBaHa nomHast K/n-
HUYeCKas PEMUCCHUA.

YuntsiBas Hamndne y nauyentku V]I, purykcumab B mof-
Tep>KMBalolleM peXXuMe He HasHavancs. IIposopurca pwHa-
MUdecKoe HabmofieHMe, 1 cornacHo pesymprataM II9T/KT ot
16.01.2023 coxpaHseTCs HOMHBII METABONMNYECKUIT OTBET.

VmmyHomnor:

IlepBuvHOe HAIIpaB/IeHIe K OHKOJIOTY, a TaK)Ke HAaO/MoeHe
Ha BCeX 9Talax JIEYeHMS OCYIIECTBIEHO a/JIEpProNOTOM-UM-
MyHonoromM Pecny6n1mMKaHCKOTO ILieHTpa KIMHUYECKON MMMY-
Homoruu I'AY3 «PKB». AHanus ucropun 3a6ojeBaHMs Maly-
eHTK) IOKa3ajl, 4To (eHOMeH CIIEHOMeTaluyu Habmomancs
monroe Bpem, ¢ 2006 r. Takoxe B 2016 T. mpoBoAMIach KOHCY/Ib-
TaIMA TeMATONIOTa B CBA3Y C Kanob6aMu Ha CMabocCTh, HOXyHe-
Hue, cyOdeOpunnTeT 1 yBenmueHme cene3eHkKu, B 001ieM aHa-
nuse KpoBu GUKCUPOBANach neiikonenus (2200 KIeTOK B MKII,
6€3 OTHOCUTE/IbHBIX M3MEHEHNI B JISHIKOLUTApHOI dhopMmyIe),
pasMephl CeNe3€HKM COCTABIAN MO JAHHBIM yIbTPa3BYKOBO-
ro uccnenosanua 180x69 mm. C y4eToM OTCYTCTBMA APYTUX
TIATOTIOTMYECKNX HaXO/I0K, B TOM YJC/IE 110 JAHHBIM CTePHA/Ib-
HOJl MYHKLUMU U TPeIlaHOOMOIICUY, NAIleHTKa HabIofanach
¢ AmarHosoM TpoMmbodrebuTIIecKOil cemeseHKM. B aBrycre
2019 r. B CBA3K C AJINTEIbHBIM IepUOROM (GeOpUIbHOI TNXO-
Pajiky OHa TOCHUTANAM3MPOBaHA B OTHAENEHME IyTbMOHOJO-
run. B ycnosuax cranyuoHapa nposefieHa NePBUYHASA KOHCY/Ib-
TaluA Bpada ajaeprojora-uMmyHonora. Ilpu meranusanum
aHaMHesa obpaljajo Ha ce6s BHUMaHMe Haluyye B TeYeHUe
MOCTIeTHUX 6 6T KIMHUYECKUX NPOABIeHNIT NHPEKIIMOHHBIX
MPOLIECCOB: PELUANBMUPYOIMe MHPEKLNN PeCHupaTOPHOro
TpakTa 1o 5 pas B Iof, B TOM 4NCJI€ €XKerof{Hble THEBMOHMUM,
KOTOpble TpebOBany HEOZHOKPATHBIX KyPCOB aHTMOAKTepH-
anbHOI Tepanuu. TakuM o6pa3soM, B KIMHUYECKOI KapTUHe
3a60/1eBaHNA MMEINCh IPU3HAKY UMMYHOLeQUIMTHOTO CO-
CTOsIHMS B BUAe MH(EKIMOHHOTO CMHApPOMa. B cBolo ouepenn
NpOBeleHHOe MMMYHOJIOTMYecKoe 00C/IefjoBaHMe BBIABUIIO
arammarno6ynuaemuio: IgA - 0,023 r/n, IgM - 0,1 /1, IgG -
0,29 r/n; MOBTOPHOE ONpefieNieHNe YPOBHEN ChIBOPOTOYHBIX Ig
TaK>Xe MO TBEPXKAAI0 Haln4ye BBIPaXKeHHOTO JlepeKTa aHTU-
TenoobpasoBanua. Kpome toro, mo pesynpraram CD-tunmupo-
BaHMA CyOmOnynALuit MMMQpOUNTOB OTMeYasCA abCOMOTHBII
mMOLUTO3 C IOBbIIEeHNeM ypoBHel kak CD3 (3178 kneTok B
MK1), Tak 1 CD19 kneTok (866 B MKI). B iuHaMuKe 110 JaHHBIM
KT oTmeueHa mporpeccus CrijIeHOMeTanuu ¢ pasMepaMiu cefe-
3eHkM 270x115 MM ¢ Ha/IM41eM YBeTMYeHHBIX TMMQOY3/I0B Iie-
PUIOPTAZbHO ¥ B BOPOTaX MEYEHN.
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Puc. 2. XpoHonorus KIMHUYECKo MaHUbecTaLmu, 3TanoB ANarHoCTUKU

1 NPOBOAMMOrO JieveHUs (KIIMHUYecKuii cyyaid 1): a — passuTue cobbiTuii

B peasibHOi NPaKTuKe; b — rMnoTeTM4eckoe passuTUe COBLITUI B Cy4ae
HecBoeBpeMeHHoM anarHoctukm ML

Fig. 2. Chronology of clinical manifestation, stages of diagnosis and treatment
(clinical case 1): @ — sequence of events in real practice; b — hypothetical sequence
of events in case of untimely diagnosis of primary immunodeficiencies.
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CnneHomerama
L

VHGeKLMOHHbIN cvHapoM

3aMecTuTenbHas Tepanus BBUAM
TectIgA, M, G

AraMMarnobynuHemms
[lnaro3 OBIH

CnneHoMerasnms

Bepudmratms: OBYH He nposerieHa CrneHsKToMMS

[1XT no noBogy MMMQOMbI

MHQEKUMOHHBIN CMHAPOM

Tect IgA, M, G, aramMmarnobynuHemus. [eHes
To3[Hee Hayano 3aMecTUTeNbHoiA Tepaniv BBUT, puck 6oriee TAXENOro MHBEKLMOHHOM CMHAPOMa

Npumeyanue. MXT - nonrxummoTepania.

CooTBeTCTBME TONYYEHHBIX JAHHBIX KPUTEPUAM [MarHO3a
TN, (cm. Tabm. 1) - OBV/H 103BoN/IO yCTaHOBUTH STOT AMATHOS.
ITpn guarsoctuxe OBVMH umenu sHadeHme Hanm4ume KIMHUYe-
CKMX IIPM3HAKOB Cepbe3HbIX MHEKINIT B aHAMHe3e, COYTCTBY-
fomuit muMbonponndepaTuBHbI CHHAPOM KaK OFNHO U3 BO3-
MO>KHBIX ITPOSIBJIEHNIT 3TOTO eeKTa MUMMYHUTETa, B COYeTaHUM
C TSDKE/IBIM HapylIeHVeM aHTHUTeN006pa3oBaHMsA, HO 6e3 yrHe-
TeHMs K/IEeTOYHOTO 3BeHa MMMYHNUTETa M yOeNMTeIbHBIX [aH-
HBIX 3a BTOPMYHbIII reHe3 araMMarnoOynmHemun. IlanyeHTke
MIpOBEJieHa 3aMeCTUTENIbHAsA Tepanus Ipemnapatamu Ig demose-
YeCKOTO HOPMA/IbHOIO Ji/Isl BHYTPUMBEHHOTO BBEJEHNA: UCIIO/b-
30BaH mpenapar IIpuBuIKeH NepBUYHO B peXKMMe HACHIIEHM
B fo3e 0,7 I/KT, ¢ TIOCTeNyOIM BBEIEHNEM B NOJJEP>KMBAIO-
meM pexxume 0,4 r/kr 1 pas B 4 He. CrieyeT OTMETUTD, UTO UH-
¢y3un npemnapara nalyeHTKa IepeHOCHIA YAOBIETBOPUTEIBHO,
a mpeTpaHCcPy3MOHHEI ypoBeHb IgG, ABNARNIMIiCA TabopaTop-
HBIM KpuTepyeM 3 eKTMBHOCTY 3aMECTUTENbHOI TepaIni, Obl-
CTPO M YCTOWMYMBO NOCTUIAT TpebyeMoro 3HaueHus: 6onee 7 /1
(7,2-8,8 1/m). Tak>ke B KIMHIIECKON KapTUHE OTMEYEHO KyIUpPO-
BaHMe GeOPUIBHON TUXOPafKIU K OTCYTCTBHUE ee Ha aMOyIaTop-
HOM 3Tarle Hoc/Iefyoiero HabmogeHns. Oco6eHHOCTH BBISB/IEH-
HOTO cMHApOoMa muMdonponudepalny I03BOININ 3aII0L03PUTD
€ro 3/10Ka4eCTBEHHbIN XapaKTep, YTO MOATBEP)KJEHO IIOCTeNy-
oMM Jjoo6CIeoBaHueM y oHkonora. CiaefyeT OTMETUTD, 4TO
crienuduyeckoe JiedeHre MMMPOMBI OCYLIECTBIIANOCH Ha (QOHe
MIPOJIOTKEHM A 3aMECTUTEbHOI Tepanuu. ITO B 3HAYUTENTHLHON
CTENeHN TO3BOMN/IO BBHINIOTHUTD BeCh IPOTOKOJ JIEY€HMA TP
YHOBJIETBOPUTELHOM KOHTPOJIE MH(EKIVIOHHOTO CYHIPOMA.

Takum 06pa3om, IpuBefeHHOE KIMHNYECKOe HAOTIOeHIE [ie-
MOHCTPMPYET Ba)XHOCTb CBOEBPEMEHHOTO MYIbTMAVICIIUIIIN-
HApHOT'O BbISB/IEHVS TepBUYHOTO fiedekTa ummyHuTeTa — OBMH
KaK COCTOSIHIS, KOTOPOE 3HAYNTEIbHO IIOBBIIIAET PUCKI POPMU-
poBaHus muMdonponnpeparuBHOro sabonesannss. CBoeBpeMeH-
HOe, IIPY HeOOXOVIMOCTH paHHee, [ININTeIbHOe Ha3HaueHe 3aMe-
CTUTeTIbHOI Tepamuu mpenaparamu Ig obecreunBaeT CHIDKeHME
BEPOATHOCTY PasBUTHUA MHQPEKIVOHHBIX OCTOXHEHMIT Ha (oHe
IIPOBeJIeHN s IPOTUBOOIYXO0/IeBOI Tepanuu (puc. 2).
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Knunuueckuit ciyyait N22
OHKoOreMaTomnOr:

MMamument 3., 1970 roma poXX/eHMs, BIEpBble OOPATWMIICS B
TAY3 «PKOJ um. npod. M.3. Curana» 04.07.2019 ¢ xanobammn
Ha 3aTpyAZHEHHOe IVIOTaHuUe, FUCKOMMOPT B TOpIe, 3a/0XKeH-
HOCTb HOCA, YBe/IMYEHME IIEIHBIX TMM(ATIUUECKNUX Y3/I0B, I10-
BBIILICHJE TeMIIepaTyphl Tena o 38,5°C, KoTopble 6eCIOKOAT B
TedyeHne 3 mec. Ilpu mepBMYHOM OCMOTpE OHKOJIOra BbISABJIEHA
runeptpodusa HeOHBIX MUHAAMNH ¢ 06enX CTOpoH (6X5 cM), He-
3HaYMTeNbHASA IeiHaA U ITaxoBasd nMMd)aneHonaTMﬂ; 04.07.2019
BBIIIO/IHEHA 6MOIICUs HeOHOM MMUHAAMNHBL VIMMYHOIVMCTOXHU-
MUYECKV OIIYXO/eBble KJIETKM NEMOHCTPUPYIOT AUPPY3HYIO
MeMOpaHHy0 3Kcnpeccuio CD20+, CD5+, siiepHY0 peakijuio
¢ antutenamu K Cyclin D1, CD10-, CD23 (BusyanusupymoT-
Cs1 TOIbKO (parMeHTH! paspyLIeHHO QONIUKYIAPHO-IEHAPY-
TUYeCKOIt ceTn), pasposHeHHble T-mumpounter (CD3+, CD5+),
Ki-67 mo 20%. Ilo faHHBIM TpPeMaHOOMONCUM IIOJB3IOLI-
HOJ KOCTM KOCTHBINI MO3T MHTakTeH. COTIIacCHO pe3ynabTaTaM
II9T/KT ot 06.08.2019 onpepensaeTcs ruepTpodus IIOTOYHO
u o6enx He6HBIX MuHpanuH (25x18 mm, SUV, .. 1o 5,4), reHepa-
nu30BaHHasA nuMdaneHonaTusa nepudepudeckux, cpefocTeH-
HBIX, BHY TPUOPIOLIHBIX, 3a0PIOIIHHBIX TMMpaTUYeCKIX Y37I0B
(pasmepamu 10 35 MM B guamerpe u SUV, . ot 2,4 0 7,8 B 06-
JIACTY TI€YEHM U CeNle3eHKM), crienomeranus (116x55x191 mm ¢
SUV,..x 3,2). CornacHo JaHHBIM BCECTOPOHHETO 00C/Ie{OBaHNs
YCTaHOBJIEH AMAarHo3: MaHTMITHOKIeTOYHaA auMdoMa ¢ mopa-
JKeHUeM HeOHBIX MUHJA/IMH, HOJYeNTIOCTHBIX, I103aJjMHIDKHe-
YETIOCTHBIX, IIEMHBIX, Hafl- ¥ TOAKIIOUNYHBIX, aKCUITIAPHBIX,
napacTepaabHbIX, AnadparManbHbIX, IepeJHeCPeOCTEeHHbIX,
HaparpaxeanbHbIX, AOPTOJIETOYHBIX, 6M(YPKALVIOHHBIX, OPOH-
XOIY/IbMOHA/IBHBIX, JKETyJOYHbIX, OOIleledeHOYHBIX, Cele-
3€HOYHBIX, ITapallaHKPeaTM4eCKMX, IIapaaopTalbHbBIX, Iapa-
KaBaJIbHBIX, MOJB3/IOIIHBIX, TAXOBBIX NUMQATUIECKNX Y37I0B,
cenesenky, cragua IIIBS. ConyTcTBylomas nmaTonorus: rumep-
TOHMYecKass 0O/e3Hb 2-il CTeleHM, KOHTPOAMpyeMas JieKap-
CTBEHHBIMY IIpenapaTami.

C 12.08.2019 npoBefieHO 3 Kypca MHAYKIMOHHOM Tepanuu 1o
nporpamMe R-BAC Ha done nmpodumaktukn ¢peOpunbHoi Heit-
tponenyu I-KC® (putykcumab 375 mr/m?, 0 feHb, 6eHTaMyCTUH
70 Mr/M? BHYTPUBEHHO, fHU 2, 3, yurapabus 800 Mr/mM* BHYTpU-
BeHHO, IHM 2-4), nHTepBan 28 nHeil. JledeH1e OCIOXHANIOCH Te-
MAaTOJIOTMYEeCKOI TOKCUYHOCTBIO 3-4-11 cTeneHy (HeiTpONeHus
3-11 cTeneHu, TpOM6OI.lI/ITOHeHI/IH 4-11 cTelleH!, aHeMU A 3-11 cTele-
HM), TAXKENTbIMU VMHPEKIMOHHBIMA OC/IOKHeHUAMM. 1o HaHHBIM
npomexyrounoyt II9T/KT 07.10.2019 oTmedeHa IONIOXKWUTENb-
Has IMHaMMKa, COOTBETCTBYoILIas1 3 6ajtam mo ukase Deauville.
YauThIBasg NPOSBIEHMA BBIPAXXEHHON TOKCUYHOCTM, B [ajlb-
HelilleM MPOBefieHO 3 Kypca XMMMOMMMYHOTEPAIIMM 10 CXEME
R-CHOP-21 Ha done conposoautensroit repamuu I-KCO. Kypcer
OCJIOKHA/INCH TUIIepITIMKeMyell (IIOBBIIIeHe YPOBHSA ITTIOKO3BI
7o 17 MMOZB/I B JHY TIpUEMa NPEeJHI30M0HA, KOPPEKIINSA MHCY-
JIMHOM KOPOTKOTO JeifcTBUsA). II0 OKOHYaHUM BCelt MPOrpaMMbl
uHAYKIMoHHON Tepanyy nposefeHa II9T/KT, koncratuposan
HOHBIN MeTabonmmyeckuit orseT Deauville-2. ITareHTy mpoBo-
OUTCA HNOAJEPKMUBAIOLIAs TePaIlNsi PUTYKCUMAOOM, 110 HaHHBIM
ITIST/KT B nroHe 2023 1. cCOXpaHAETCSA MOTHAA PEMUCCHU L.
Vmmynomnor:

IlepsuyHasg KOHCY/NbTalusA aepronora-MMMYHO/IOTa OCy-
ntecTB/ieHa B aBrycte 2020 I. B CBA3M C NOABJEHMEM B KIMHIYe-
CKOIf KapTMHe 3a60JIeBaHUA IPU3HAKOB MHQEKIOHHOTO CUH-
IpoMa: peUAUBUPYIOLINX MHPEKIUIT PeCIMPATOPHOTO TPAKTa,
YacThIX OOOCTPEHMII THOVHOTO CMHYCKTA, IePCUCTUPYIOLIe-
O KalllIA C OT/ie/lleHNeM THOITHOI MOKPOTBI, C IIOTPEeOHOCTDIO B
[IpUMeHeHNN aHTIOAKTepUaIbHOI Tepanuu fo 6 KypcoB B Tede-
Hue TocefiHero rofa. CraegyeT OTMETHUTD, YTO /0 MOMEHTA II0-
CTaHOBKM AMarHos3a M1MMQOMbI ABHBIX IPU3HAKOB CKIOHHOCTM
K MHOEKIMOHHBIM IPOLieccaM y IalleHTa He OTMeYeHO, UX Ma-
HudecTanyusa oTMedYeHa b B ePUOJ, IPOBENIEHUA XMMUOTe-
pamuu. Bo BpeMs MOCTaHOBKM JMarHO3a TMMQOMBEI IIapaMeTpbI
TYMOpPa/IbHOTO 3B€Ha MMMYHUTETA He OlleHMBaNCh. B cBolO Oye-
penb MMMYHOJIOTMYecKoe 00C/eloBaHNe Py IepPBIYHOM 06pa-
HMIeHUM K a/JIeproory-MMMYHOJIOTY BBISIBUIO HalIM4Me araM-
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MmarnobynuHemun: yposHu IgA u IgM He ompepensinucs, a IgG
3HAUUTEIbHO CHIUXEH JI0 2,4 1/m. IIpu aTom npu CD-tunuposa-
HUM CyOnomynanmii muMQoIuTOB TakKe 0OHAPYXeHO OTCYT-
crBue CD19-KeToK, Ipy HOpMaTbHOM YPOBHE IPYTUX MOATPYTII
numMdountos. IlonydeHHble KIMHUYECKUE JAHHBIE O3BOMUIN
ycTaHOBUTD fuarHo3 BUJI y naunenra. Maunudecrauys nHdek-
LMOHHOTO CMHJPOMa TI0C/Ie Havyasa JIeYeHNs C MMMYHOCYIIpec-
CUBHBIM BO3JIe/ICTBIIEM TOBOPM/IA B MOb3y 3TOTO AMATHO33,
¢dopMMpoBaHye BbIPaKEHHOI T'MIIOTaMMArIo0yInHeMun 00b-
ACHANOCh TakXe sddekTaMM IPOBOJUMOTO CIenupIIecKoro
JledeHMsl, pa3BUTUEM [AeIIenny B-kaeTok Ha ¢doHe TapreTHOI
Tepanuu putykcumabom. C 1ie/bl0 KOPPeKLMY BbISBIEHHOTO
medexTa aHTUTENO0O6Pa30BaHNA HavyaTa 3aMeCTUTEIbHAS Tepa-
IIM151 110 TIPOTOKOJTY JIe4eHNsT BTOPUYHOI TUIIOTaMMarIo0y/InHe-
mun npenaparom [Ipueumxen B pexume 0,4 1/kr 1 pas B 4 Hep.
BBepenne mpenapara manyeHT NePEeHOCUTT YAOBIETBOPUTENDBHO,
TpaHCY3UOHHBIX peaKklnii He OTMe4anoch. MOHUTOPMHT ypOB-
HA IpeTpaHCcy3nOHHOTO YpoBH: IgG mokasas cTOMKY0 HopMa-
JM3aLMIo Ha ypoBHe 6oree 7 r/1. IIpy 9TOM B KIMHUYECKOI Kap-
THHE OTMeJYeHO 3HAYMTEeIbHOE YPeXKeHUe U CHUKEHNUe CTeTeHN
TSDKeCTY MHQEKIMOHHDIX IPOSBIEHMIT: PeCIIMpaTOpHbIe MHPEK-
LMY OTMEYA/INCh B UTOTE TPOEKPATHO B Te€YEHME TOfja, IPOTEKa-
JI TIETKO, 63 OC/IOXKHEeHMIA, TpeboBamy aMOy/TaTOPHOTO TeYEHM .

Kak oTMeueHO, M3HAYaTbHO IPU MTOCTAHOBKE AMArHO3a Ipef-
IOJIOXKEH BTOPUYHBII IeHe3 MMMYyHomeduuura. Tem He MeHee
[IPONO/DKEHHOE Hab TIofieH e 3a manyeHToM ¢ 2020 1o 2023 1., T.e.
B Te4YeHe 3 JIeT IT0C/Ie OKOHYaHM s CIIelpIIeCKOTo JIeUeH N 110
0BOAY MMMQOMBI, BKIIOYass TapreTHYIO TepPaIlMio PUTYKCUMAa-
60M, BRLABIIIO C/lefytomine 0cobeHHOCTH. [Ipy KOHTPOIBHBIX HC-
C/IelOBAHMAX YPOBHEN ChIBOPOTOYHBIX Ig K 2023 I. coxpaHANIOCh
TIOJIHOE OTCYTCTBME KimaccoB IgA u IgM, uTo cBUAIETENbCTBOBA-
JI0 0 cOXpaHeHnN fedeKTa aHTUTeNT00Opa3oBaHIsL, & KOHIIEHTpa-
s IgG koMmIeHcupoBaHa Ha (OHe 3aMeCTUTENbHON Tepamuy,
npu stoM CD-TunmuposaHme IoKasano CTOMKOe BOCCTAHOB/IEHME
ypOBHA B-K/leTok 1o HOpManbHBIX 3HadeHmit (353 B Mki). ITo-
IOOHBIE Pe3yNIbTaThl MOI'YT TOBOPUTH O (heHOMEHe OTCYTCTBUA
PEKOHCTPYKIIMM TyMOPa/NbHOTO 3B€HAa MMMYHMUTETA, YTO MOXKET
HAO/MIOAThCsT BCIEACTBUE Tepaluy B-KIeTOYHBIMM areHTaMIM.
C ppyroit CTOpOHBI, IIO06HOE YCTONYMBOE HAapYIIeHNe aHTUTe-
71006pa3oBaHMs TaK)Ke XapaKTePHO U AJIA IePBUYHOrO fedeKTa
ummyHnrera — OB/H. ITo naHHBIM MMTEpaTypbl, MaHKMpeCcTaL A
OBVIH B pAfie cny4aeB MOXKeT IIPOTEKAaTh B BUJiE M30NMPOBAH-
HOTo MMMdOonponudepaTUBHOIO CHHAPOMA, C IPUCOeNHEeHNEeM
MHQEKIMOHHDIX IPOABICHNIT NO3/JHee, TPV 9TOM araMMaraooy-
nMHeMMA GUKCUPYeTCs yrKe 0 Hadasia MHGEKIMOHHOTO CUHAPO-
Ma [35]. IIpu OTCYTCTBUM FaHHBIX 06 MICXONHBIX YPOBHAX ChIBO-
porouHbIx Ig mo Havana nevenus mumdombl auarHos OBVMH B
HallleM C/Ty4yae BbI3hIBAaeT 3aTpyHHEHMe. [JoOmONMHNTETbHBIM KPH-
teprieM OBVIH (cM. Tabr1. 1) siBIsieTCsl HapylLeHMe aHTUTenoo6pa-
30BaHNA B OTBET Ha crennnuecKyo BakIMHa1mo. B obcyxpae-
MOM KJIMHUYECKOM C/Tydae IIPOBefieHIe 3TOr0 GYHKIIMOHATBHOTO
TecTa HeHPOPMATUBHO Ha OHe 3aMeCTHUTeTbHOI TepaIui Impe-
napatamu Ig. C apyroii CTOpOHBI, COBPEMEHHBIN MOAXOT, K AMa-
rHoctuke IIV]I mpepmonaraeT mpoBefieHMe TeHeTHYecKoro 06-
CNeflOBaHMA C 1eIbI0 BBISAABIEHMA MyTal[uy, JieXKallieil B OCHOBe
medexra MMMYyHUTeTa. VI3BECTHO, YTO IIOTHOTEHOMHOE CEKBe-
HMPOBaHNe HOBOTO IOKOJIEHMs MOXeT ObITh Hambomee nHdop-
MaTUBHBIM METOJOM TeHEeTHYeCKOro OOC/IeNOBaHUA B CIyYasax
3abonepanuit cnekrpa OBV/H. Tem He MeHee 4acTOTa BBIABIIE-
HMit matoreHHpIx MyTaunit npu OBVMH B HacTosee BpeMs: co-
craBisieT He 6omee 20-30% [36]. B HamreM KIMHUYECKOM CITydae
y MalyeHTa Ipy reHeTMYeCKOM 00CIeloBaHuY, KOTOpOe IpoBe-
IeHo B 2022 1., 3HAYMMBIX MYTaIVit, COOTBETCTBYIOIMX (PEeHOTH-
my IIV]], He o6Hapy>keHO. B HacTosIIee BpeMsI 3aMeCTUTeIbHAS
Tepanus npemnaparaMmu Ig npomo/KeHa, NIAHUPYETCA Na/lbHel-
NI MOHUTOPYHI, KOHTPOZIb MapKEPOB BOCCTAHOB/IEHUS T'yMO-
PpanbHOTO 3B€Ha MMMYHMTeTa, a guarnos IIM]] - OBMH nonso-
CTBIO HE UCK/TIOYEH.

3aknouyeHue
HPI/IBCHQHHBIC KINMHNYECKNe Ha6HIOIIeHI/I${ HeMOHCTpI/IpyIOT
reTepOreHHOCTh KIMHUYeCKUX nposisnenuit [TV]] u o6bsacHs-
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10T TOT aKT, 4TO JePUIUT aHTUTEN, IEPBOHAYA/IBHO IIPUIIUCDI-
BaeMblit BVIJI, Ha caMOM fie/ie MOXKeT GBITh BBI3BaH BPOXKLEHHOI
omn6bxoit MMMyHKTeTa. Ha 9TOM HE0OXOLMMO aKLeHTUPOBAThb
BHMMaHNe, TaK KaK BPayM-TeMaTOJOrM NOJKHBI 3HaTb O BO3-
MoxxHOCTU B3auMocBasu IV u BV]I y manueHTOB ¢ reMaTono-
IMYECKMMU 3/I0KaUYeCTBEHHBIMI HOBOOOPa30BaHMAMM VIIU ay-
TOMMMYHHBIMI HapyLIEHUAMMU.

C y4eToM TOro, 4TO, C OFHOI CTOPOHBI, 3a00/IeBAEMOCTD reMa-
TOIOTMIECKVIM 3/I0KaYeCTBEHHBIMI HOBOOOPA30BAHMAMI B MIIPe
UMeeT TeHAEHIVIO K POCTY, a, C IPYroii, akTMBHO BHEJIPAIOTCA B
KIMHUYECKYIO IPAaKTUKY MHHOBAIIMOHHBIE BHICOKO3((dEKTVBHbIE
TapreTHble OMOMIOTMYECKIe areHThl, 3a4acTyi0 NOAaB/IAOLINE aK-
TUBHOCTb B-KkieTok, BUJI Hens6bexxHo craHeT 6oree pacmpocTpa-
HeHHBIM COCTOsHVeM. VIHdekium, cBsA3aHHbIE C MMMyHOmedHU-
LIUTOM, BCTpe4aloTcs y 6ompumHcTBa nanueHTos ¢ XJI/I, MM n
HEXOI>KKMHCKOI MM(OMOIt M SABIAIOTCA OFHON M3 OCHOBHBIX
TpUYMH JleTanbHOCTH. KpoMe TOro, MHQEKI[MOHHbIe OCTTOXHEHMSI
He TO/IBKO HETATMBHO BIMSIOT Ha KOHTPOJIb HaJj 3ab0/IeBaHeM, Ha-
pyluas pe>xuM IPOTHBOOIYXO0JIeBOI TepalN, ¥ Ha KaUeCTBO XKI3-
HJI IALVIEHTOB, HO ¥ CO3JAIOT CyIIeCTBEHHOe (BUHAHCOBOE GpeMs
IULSL CUCTEM 3[[PaBOOXPAaHEHNA IS VX TePaIIVL.

Pannsasa mpuarnoctuka BU]I, BkTiovaroias TiaTeabHbI aHa-
713 aHaMHe3a, OLIEHKY yPOBHell Ig u oTBeTa Ha AMarHOCTUYe-
CKyI0 BaKIWMHALWIO, ABIAETCA KIOYOM K MHUIMVMPOBAHUIO U
peanusaluy ONTMMANbHOI CTpaTerny JeueHNUs, OCHOBAHHOI
Ha CTpaTM(UKALUU PUCKA, ¥ OOYC/IOBIMBAaET yIy4lIeHNe MC-
XOJJOB TPV TeMAaTONOTMYECKMX 3/I0KaYeCTBEHHBIX HOBOOOpa-
3oBaHMAX. KnnHMveckas mpakTuka ybeauTebHO OKa3bIBaeT,
YTO MCIONIb30BaHME 3aMECTUTEIbHOI Tepanuu Ig npyu Hanuaun
HU3KOTO YpoBHA IgG M/May TAXKeNbIX peluaAMBUPYIOMNX MH-
ekt B aHaMHe3€e 3HAYNTE/TbHO CHIKAET YaCTOTY OCTIOXKHe-
HMI M CBSA3aHHBIX C HUMU TOCIUTATN3ALIIA.

IloBpIlIeHME OCBENOMJIEHHOCTM NPAKTUKYIOUMX Bpadeil o
HEPBUYHBIX M BTOPUMYHBIX MMMYHOHEeQDUINTAX MMeEET SIBHBIE

REVIEW

[IpenMylecTBa B 06eCIedeH M CBOEBPEMEHHOI JUaTHOCTUKY 1
VMHAMBYU/IYaAbHOM CTPAaTerny BelleHNs OHKOTeMAaTONMOTMIeCKUX
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