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HediLmT MaH0303B'A3yBaibHOIo
Oinka

B oryigaai netanbHO po3TSHYTO MUTAHHS €Ti0JIOT, TaTOTeHe3Yy, eMlileMiosoril, KIiHiY-
HUX BUABIB, IiarHOCTUKY I JiKyBaHus 1ediluTy MaHO303B A3y BaJIbHOIO OlIKa SK
ofiHi€l 3 HaityacTimmux iMyHOAeDIMUTHUX XBOPOO JIIOAMHY, SIKa ypas3uJia HIOHaiMeHIIe
5—10 % Jsrozcbkoi nomysiii. Crarts Oyae KOPUCHOIO JIKapsIM YCiX cleliabHoCTel
3 oruisily Ha Oe3IpelieIeHTHO MMPOKUii KIiHIiuHUi (peHoTuI imyHoaedinuTy, 1o oxo-
o€ iHdeK iz, aBTOIMYHHI, a/lepriyHi, HeOIJIACTUYHI il COMaTUYHI BUSBH.

Knro4osi cnosa:
MaHO303B'33yBaibHWiA OiNoK, iMyHOAedIUMT, iIMyHOTepanis.

MaHOSOSB’HsyBaﬂbHI/H‘/’I 6imox (M3B) — 11e cupoBarkoBmii 1mabIoH-
PO3ITi3HABATBHUI PEIENTOP MPUPOXKEHOTO IMYHITETY JIOIMHU, TKIH
3/1aTeH B3AEMOJIISITH 13 3aJMIIKAMM MaHO3U Ha [TOBEPXHI MaJlirHi30BaHUX
KJIITUH, MIKPOOPTraHi3MiB i rebMiHTIB. [lel TekTrH BaXKIUBHUHN y peatisaitii
TYMOPJIbHUX MEXaHi3MiB IPUPOJIKEHOTO IMYHITETY Ta 3aIlycKy iMyHHOI
BizmoBizi nmpotu natoreris. ledinnt M3b — oxna 3 HalmonupeHinmmmx
XBOPOO IMYHHOI CHCTEMU JIIOMHHU, 1[0 BUABJIAETCS 1H(PEKIIHHUME, ajep-
TIYHUMH, aBTOIMYHHUMH I HEOTIJIACTUYHNMHU YPasKeHHAMU. BBakaioTn, 1110
napasi npunaitmui 5—10 % Jiioziei cTpakIatoTh Ha 110 IMyHHY TUCHYHKIIIO.
Takuii iMyHOAEDIIUT MPUCKOPIOE PO3BUTOK aTEPOCKIEPO3Y Ta OOTSIIKYE
nepebir GaraTboX iHIIKUX XBOPOO JIFOAMHU, OYIyYN MPEIUKTOPOM YCKIal-
HEHb 1 HeCIIPUATANBOTO TPOrHO3y. BogHouac nedinut M 3b napanokcanb-
HO CYTIPOBO/IKYETHCS HU3KOIO MO3UTUBHUX BJIACTHBOCTEH, HATIPUKJIAT,
i IBUIIIEHOIO PE3UCTEHTHICTIO /10 MiKOOAKTEPIH, 110 MOPSIL i3 BapiabeIbHICTIO
KJTIHIYHOI MaHidecTartii, HalliMOBIpHillle, i 3yMOBJIIOE 3HAYHY MONTUPEHICTh
XBOpOOM B JIOACHKIH oy isiiil. Huui B Yipaiti He MPOBOANTHCS HaJleKHA
JiarHOCTHKA i€l XBOPoOH IMyHHOI CHCTEMH, X0Ua BOHA 3HAYHOIO MipOTO BILIH-
Ba€ Ha CTaH 3[I0POB’S TIOMYJIALIL, @ B HAIIIOMY PO3MOPSI/KEHHI € eeKTUBHI
iMyHOTepameBTHYHi 3ac00H, 110 AAI0Th 3MOTY JIOCATTH peMicii XBOPoOH.

Oruisiz pucBstYeHnil yeeGiuHOMY aHaTi3y KIIHIYHIX BUSIBIB, IarHOCTHKH
i nikyBanus gedinnty M3B y mogeii. Mu criogiBaeMocs, 1o 1 1y OJriKaris
CIIPUSITAME TBUIIEHHIO 06I3HAHOCTI JIKapiB i3 3a3HaYeHOI TIPOOJIEMH, 1110
CIIPUSTAME TIOKPAIIEHHIO BUSBJIEHH ITi€T IMyHHO1 TUCHYHKIIIL.

Eriosoris it enizemiosorisi XBopoou

M3Db cunTesyeThed remarorutaMu it Makpodaramu. JlenToMeHniHTeanbHI
KJTITUHA MO3KY TakKoK € mpoaynentamu M3D, Tomy 11ei ipoTein MoskHa
inenTudikysaTu B iepebpocninanbHiii pignni. Ten MBL2 konye aminokuc-
JIOTHUM CKJIa[ HU3KK OLIKIB, AKi GOpMYyIOTh KOMILIEKC, HasBanuii M3B.
[Leit KOMILIEKC YTBOPEHUIT TOEHAHHSIM Bi/[ IBOX /10 II€CTH OIJIKOBHX TPYII,
1110 iIMEHYIOTh TPUMEPAMU, KOKEH 3 SIKUX CKJIQ/IAETHCST 3 TPHOX CYOOANHHUILb.
3a dhopmorto mosekyaa M3Db, sk i C1-koMIoHeHTa KOMIIIEMEHTY, Haraaye
rapacosibky. Posiinpena yacTrHa 3a/lisiHa B po3Ii3HaBaHHI 3aJIUIIKIB MaHO-
31, a XBOCTOBA B3aEMO/IIE€ i3 CEPUHOBUMU IIPOTEA3aMU, MO 3aITyCKAOTh
JIEKTUHOBUH MIJISIX aKTUBAIlii KOMIIJIEMEHTY, Ta MaKpodaramu, siki MiCTSITh
criertiasibHi pertenitopu 10 M3b (puc. 1).
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Bimowmi nBi popmu M3b — BrCcOKOMOIEKYIIpHA
11 HU3bKOMOJIEKYISIpHA. BiMOBIHO 0 1IHOTO Tij
vac 1abopaTopHOTro 06CTEKEHHS MOKYTh BUSIBJISITH
3 maTepHu: BUCOKOMOJIEKYIIpHY hopmy Giska (1),
HU3BKOMOJIEKYJISIPHY (DOPMY 3 0OMEKEHOI0 (DYHK-
[IOHAJIBHOIO aKTUBHICTIO (2) I ogHOYACHY HAasB-
Hicth 060x ¢opm (3). duxwmit denorun A/A
BiZITIOBIZIa€ TTaTepHy 1, 2 TOMO3UTOTHA MYTAIlisl B KOZOHI
54 (B/B) Ta ii rereposuroraa ¢opma (A/B) —
BigmoBigHo 2 1 3. BUHATOK CcTAaHOBUTH TEHOTUI
LXPA/LYPB, gxomy mputamManuwii matepH 2.
Bimomi 5 ocnoBuux mosmimopdismis rema MBL2:
R52C (D-Bapiant), G54D (B-Bapiant), G57E
(C-BapianT) y 1 ek30Hi, a Takox momimMopdizmMu
IIPOMOTOPHOTrO periony B mo3utisx -550 (H/L) ta
-221 (X/Y). Ili momimopdizmu dopmMyoOTh
TamJIoTUTIN, SKi XapaKTepu3yIoTbCs HaJAMipHO
Bucokoio (HYPA), cepennpoio (LYOA, LYPA) i
nu3bkoio (LXPA) cupoBaTKOBOIO KOHIIEHTPAIli€I0
M3Db, a Takok TPOAYKITIEIO 1eDeKTHOTO MPOTEIHY
(HYPD, LYQC, LYPB) [20].

3aranom nedinmut M3b rereporennnii y rene-
trnuHoMy 1iani. Omucano myTartiii B perionax B, C
i D KomyBasbHOTO pPeTiony, a TAKOXK Y 30HI TPOMOTe-
py rena MBL2 [39]. Tak, nepunnuii gedinut M3b
MOsKe OYTH 3yMOBJIEHUI TOMO3UTOTHOIO MYTAIl€IO0 B
1 ex3omi rena MBL2 (YO, YO), cknaaamvu (XA /YO)
i mpocTUMU TeTepo3uroTHuMu MmyTarismu (O —
3arajibHe To3HnadeHHs pisumx aseniB B, C i D
y KofioHax 54, 57 i 52 Binnosinno) [19]. Haiimenia
koutenTpaiiss M3b BigznayaeTbcs B TOMO3UTOT i
CKJIQHUX TETEPO3UTOT, OJHAK BaKKi KJIHIUHI
CHUMIITOMM OIMCaHi i B 0Ci0 3 TeTePO3UTOTHIMU MY-
TallisIMU, V SIKUX HasgBHE MOMipHE 3HUKEHHS CH-
poBaTKoBOrO B™micty Oinka [16]. Onucano myrarii
B reri MBL2, gaxi omocepenikoByIOTh aHOMATBHO
inTencuBHy poayKIiio M3b, 1m0 Takox Moske Ma-
TU HECTIPUATINBI HACTIIKH, 30KPEMa 3yMOBJIIOBATH
PO3BUTOK KOHTPACT-iHIyKOBaHOi Hedporarii.

BBaxkatotp, mo gedinmur M3b mae aBTocomHO-
noMinanTHe craakysandsa [20], xoua Bapiabesb-
HiCTb KJIIHIYHOI MaHidecTallii MoKe BHOCUTH 3HaYHI
KOPEKTUBY B MATEPH PO3IO/IiJIy CUMIITOMIB Cepe]
poaudiB. [lokasHUK cIaIKyBaHHS CEPETHBOTO PIBHSI
cupoBaTkoBoi kontenTpaiii M3b crarnosuts 0,96.
IIi mami BKa3yooTh HA Te, 10 KoHIeHTpatiss M35 B
OpraHismi JoAuHNu Habarato Gijiblie 3a1e5KUTh Bij
FeHeTUYHUX, Hi’K BiJ[ €KOJIOTIYHNX YNHHUKIB.

TomosuroTna myTartis B reni MBL2 3ycTpivaers-
csy 5—10 % mpencTaBHUKIB CydacHOi JIIOICHKOI
ronyJistii. lerepo3uroTHi MyTallii MOKYTh OXOTLIIO-
Batu 710 30 % Jiozeit 3ayekHO Bif periony [45].
EngeMiuHo0 BBasKalOTh 30HY HOOJU3Y IIyCTeJi
Caxapa B Adpuii, sie ypaskeHi 6;113bK0 65 % KOpiH-
nux MemrkantiB [20]. Hapasi vacTora mepBUHHOTO
nedinmuty M3b B Ykpaini mocteMeHHO HEBiZOMa,

Puc. 1. Ctpyktypa M3b ntognnin (MASP — cepuHOBI
npoTteaau, acoujnoBani 3 M3b)

OCKIJTbKU He TIPOBEJIeH] BI/IMOBIIHI €ITi/1eMiOJIoTiuH1
nocrimpkents. XBopoba BiZj3HaYa€ThCS 3 OJHAKO-
BOIO 4YacTOTOIO B JKIHOK 1 yosoBikiB. [/lo rpymm
PU3UKY 3a KJIIHIYHOIO MaHidecTallieio HaJleKaTh
MaJIeHbKi iTH I 0coOU, SIKi TIPUIIMAIOTh IMyHOCY-
MPECUBHI JIIKM, X0Ua OTIMCAHI HETTOOAMHOKI BUTIA/I-
KM BaKKOI JIeKOMIIeHcallii XBopoOu 0e3 BILIMBY
OUYEBUTHUX JIOJJATKOBUX HECTIPUATINBUX YNHHUKIB
[42]. Icnye obOmamb mybikailiii mpo BTOPUHHMIA
BubipkoBuii gedinur M3B, ockiibku B pasi BTo-
PUHHOI iIMyHOCYTIpecii 3a3Bm4ail (hOPMYy€ETHCS MITUP-
MU iIMyHOJIOTTYHIH (DEHOTHIL.

ITatorenes xBopoou

dx yxe Gymno 3azHaueHo, M3B — 1ie JiekTHH,
SAKUN B3a€EMOJII€ 3 HETUIIOBUMU [IJIsI OPraHi3My
JITOJIMHY 3aJTUIIKaMU MaHO3|W Ha TTOBEPXHI pi3HO-
MaHITHUX MATOTEHIB, BUCTYIAIOUN B POJI MabI0H-
PO3IMi3HABAJIBHOTO PeEIEeNnTopa MTPUPOIKEHOTO
iMmyniTeTy. BBaskaioTp, mo y dimoreneTuaHomMy
mwiani M3b e mpototunom antuTina. llei mpoTein
3/laTeH HeUTpasi3yBaTu i OIICOHI3yBaTH pO3ITi3Ha-
HUiT 06’€KT, OJHAK IOr0 OCHOBHA OGiosToriuHa (hyHK-
1ig rmoJrarae B ininianii oco0JInBOro, JeKTUHOBOTO
IIJISIXY aKTUBAIlll KOMIIJIEMEHTY 3 IHAYKIIEO
3amaIbHoOI peakilii, bopMyBaHHIM MeMOpaHoaTa-
KYBaJbHUX KOMILJIEKCIB 1 3aIyCKOM IMYyHHOI BiJ-
moBiai B mistoMy (puc. 2).

Hedinmur M3B npusBoautb 10 nocaa0IeHHs PO3-
Mi3HaBaHHA MAaHO30BMIiCHUX MaTOTEHIB, 3HUKEHHS
IHTEHCUBHOCTI 3aItajeHHs], HeIOCTaTHOCT] PeakIlii
KOMIIJIEMEHT-0TIOCEPEIKOBAHOI ITUTOTOKCUYHOCTI,
IO 3YMOBJIIOE PO3BUTOK iHMEKIINHUX ypasKeHb,
HacamIepesi bakTepiaTbHNUX iH(EKIH, OHaK OIH-
caHo TakosK iH(eKIiiiHi emni3o/u, 3yMOBJIeH] Bipy-
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KnacuyHum JNekTuHOBUI AnbTepHaTUBHUNA
LNsX LAsX LnAx
Ab-Ag: CRP Man/GIcNAc ~ Mikpobu i 4acTUHKK
c1q MBL C3b (or C3,.0)
Clg+CInN .. oo MASP-1 B
g c1 C2 MASP-2 C3bB
™Y l o3 /—fD
C5
C4b2a C3b8b
C5b” ca3b
C6
C7
C8
C9 (multiple)

Mem6paHoaTakyBaslbHUIN KOMMJIEKC

Puc. 2. MexaHiaM akTvBaLlii i po3ropTaHHsa NIEKTUHOBOMO
Lnaxy cuctemu komnnemeHty (MBL — mMaH0O303B's-
3YBabHUIN NEKTUH)

caMu, rpuOKaMu, HAUIPOCTIIINMHU 1 IeAKMMU IeJib-
Mmintamu [16].

[et 1eKTUH BasKJAMBUI y KJIIPEHCI IUPKYJISAIIN-
HUX CyTIepaHTUTEHIB Ta IMyHHUX KOMILJIEKCIB, a
TAaKOK Y BUJAQJIECHHI allONTOTUYHUX KJITHUH 1 TKa-
HUHHOTO NETPUTY, M0 BU3HAYAE PO3BUTOK aBTO-
IMYHHUX YKJIaHEHb Y MAIEHTIB i3 gedinmnTom Takoi
Mozekyau [22]. Haditicuinma acoriariisa Big3Hava-
€ThC i3 cucTeMHUM YepBoHUM BoBuakoM (CUB).

MautirHizoBaHi KITITUHU HEPIIKO EKCIPEeCcyioTh
BEJIMKY KIUJIbKICTh 3aJIMIIKIB MaHO3U Ta Kapho-
TiIpaTHUX aHTUTEHIB Ha CBOiil ToBepxHi, ToMmy M3b
€ BaXJUBUM KOMIIOHEHTOM MPOTHUITYXJIMHHOTO
3aXUCTY, a JedilUT IIbOTO JIEKTUHY acoIliioBaHmil
3 OHKOJIOTIYHUM CHHAPOMOM [43].

Kpim Toro, M3b 3anisguuil y peryJisitii okcuaaii
CUPOBATKOBUX JIIMTOMPOTEIHIB, y 3B’SI3Ky 3 UUM Y
MAIi€HTIB 3 BIAMOBIAHUM IMyHOAeIIUTOM Bij-
3HAYAETHCST HECIIPUATIMBUIT 1Iepebir aTepOCKIEpO3y
cymu [50].

M3b pa3oM 3 acomilioBaHUMHU CEPUHOBUMU
poTeazaMu JIEMOHCTPYE TPOMOIHOTIOAIOHY aKTHB-
HiCTh, OYAyYN 3aMy4EeHUM Y PETYJIAIII0 CUCTEMU
remoctagdy. Beranosnaeno, mo gedinmur M3b miz-
BUIIY€ PU3NK PO3BUTKY CUH/IPOMY JTUCEMiHOBAHOTO
BHYTPIITHbOCYAMHHOTO 3CiITaHHS KPOBI IIPU BAYKKUX
indekIiinnx enizonax y jiozaei [36]. 3a nepimuty
M3Db inozi criocTepiratoThes MOEAHAH] TTOPYIIEHHS
B IHIIUX JIAHKaX iIMYHITETY, HAllPUKJIQJL HEMOKJIN-
BiCTh aKkTMBaIlii HeHTpodiIiB y Bimmosias na Cda,
10 MOKe 3YMOBUTH PO3IMIUPEHHS KJIHIYHOTO W
naboparoproro dherorutis xsopoou. ledirur M3b
JacoM 3a3Ha€ KomieHcalll 3 BikoM. MexaHi3M
AHTUTINIO3ATEKHOI AKTUBAIll KOMILIEMEHTY MOJKe
OTIOCEPEIKOBYBATH 3a3HaueHy KomieHcariio. [le
HOSICHIOE TIepiojin 6e3CUMIITOMHOTO TIepediry XBo-

pobu. BogHouac Takuii MeXaHi3M MiABUINYE PU3UK
PO3BUTKY XPOHIYHOTO CUCTEMHOTO 3allaJieHHs, 110
MOK€e 3YMOBJIIOBATHU JIesKi MCUXiaTPUUHI yCKIajl-
nenns [13].

Kpurepii imynoznedinury

bisbnricTs ocaiiHUKIB BBayKaIW TapilialbHUM
nedirurom M3b 3MeHIIeHHST CUPOBATKOBOI KOH-
HEeHTpallii boro mpoTeiny Huzk4ye piBHst 500 HI /M,
a TotaspHol0 — Hukue 200 ur/mi. IIpote mesxki
JIOCTIJTHUKY HATIOJIATAIOTh Ha JIIarHOCTYBaHHI T1ap-
mianpHOTO AedinuTy M 3B nipu KoHIeHTpartii 6ika
mentie 1000 Hr/miL, a TOTaIbHOTO — MeHIe 50 HT /M
[26]. Dyukionanbumii gedinut BepudikyioTs npu
sarkerHi akTrBHOCTI M3b 10 200 O/l /M. Y 1iitomy
IiJT YaC BCTAHOBJIEHHS /1iaTHO3Y BaKJIUBIIIA i7eH-
tudikaiis myramiii B reni MBL2, mixk morouna
cHUpoBaTKOBa KoHIleHTpatist M 3B, ska moxe mupo-
KO BapiioBaT, 0COOJIMBO B TETEPO3UTOT, 1 HE 3aBIKAN
TICHO KOPEJOBATHU 3 BAXKKICTIO KJIIHIYHUX CUMIITO-
MiB. BapiabebHicTh KOHI[EHTpAILi] OB’ sI3aHa 3 THM,
mo M3Db € peaktanToMm TocTpoi (a3 3amanTeHHs
[32]. ¥ BariTHUX cupoBaTKOBa KoHIlenTpailis M3b
migsumyetsest 1o 5000 ur/mi, a gedinurom BBa-
JKaroTh ii 3umkenns xo pisug 2000 nr/ma [39].
Taxum yuHOM, HaBITH y JIIO/IEH 3 MyTaIlisIMU B TeH1
M3bB cupoBarkoBa KOHI[EHTpaIlis I[bOTO OiKa
MOXKe CYTTEBO MiABUIYBATUCSA B Pi3HI mepionu
OHTOTEHE3Y, M0 CIAYTYE 3aCTePEKEHHSIM Bijl MeXa-
HICTUYHOI iHTepIipeTairii pe3yabTaTiB IMyHOJIOTi4-
HUX JTOCJIIKEHb.

Kniniuni BusiBu imyHoiepinury

Indexuiiini BUSIBU B HEMOBJIAT. 3Ti[HO i3 KJIacuy-
numu norssiaamu aedinut M3b ciyrye npuautioro
MTHEeBMOKOKOBUX 1 HelicepiaTbHUX iH(MEKITN y AiTel,
1[0 BUSABJISIIOTHCSE OPOHXITOM, ITHEBMOHIEIO, Cepe/i-
HIM OTUTOM 1 XpOHIUHOIO miapeeto (puc. 3). Pe-
3yJIBTaTH OCTAHHLOTO MeTaaHasi3y, MPOBEIEHOTO
D.N. Gao Ta cniBaBT., yKa3yloThb Ha Baromy Ipu-
YIHOBY poJib gedinuty M3B y possutky Gakrepi-
aspHOTO cercucy cepen aiteit (SMD=2,57; 95 %
J11=1,59~823,55; p<0,001) [16].

BaxkrepiasibHi iHdeKILii B fiiTeil crapmioro Biky i
aopocmx. 3ro[oM 6yJI0 BCTAaHOBJIEHO, 110 AediluT
M3B moske OyTH IPUYNHOIO PEUANBHUX abCIeciB
MIKipH, XPOHIYHOI KPUIITOCIOPU/IAJIBHOI Jiapei,
MEHIHTOKOKOBOTO MEHIHTITY, PelUUBHOTO MPO-
CTOrO TepIecy i IHEeBMOHII, BUKIMKAHOI Kiebcie-
JIOIO, Y IOPOCJIUX. 32 JaHUMU PETPOCIHEKTUBHOTO
JIOCJTIZKEeHHS, TTpoBeieHoro J.M. Justice Ta criiBaBT.,
nedirur M3B OyB inenTudikosanuii y 33 % Buma-
KiB y IOPOCJINX i3 HEBMUHHO PEIMIUBHIMHI PUHO-
cunyitamu, BUKauKanumu Staphylococcus aureus,
KoaryJsasa-HeratuBHumu Staphylococcus species ta
Pseudomonas aeruginosa. Tlommpenictsb iMyHo€-

82

YKPAIHCbKWU TEPANEBTUYHUN XKXYPHAN e Ne1 e 2015



ornaaun

SITTING

AP
SITTING

AP UPRIGHT

Pwuc. 3. PeHtreHorpamu nerexb (Mpama npoekuia) autuHm 3 gediuntom M3B, y AKOi pO3BMHYaca MHEBMOHIA

Ta ekcymatvsHu nnespuT (3a M. Halbrich Ta cniBasT.):

A — KapTnHa NHEBMOHIl CepefiHbOi YacTKM NPaBOi NereHi Npu HagxomkeHHi 4o cTauioHapy; b — 6n1ckaBu4He NPOrpecyBaHHs MHEBMOHIT

Yepes 24 rof A0 eKcyaaTMBHOro NNeEBPUTY Ha TNi aHTUBIoTKOTepanii.

dinuTy B il KOropTi BUABUIACA B 4 pasu GLJIbIIO0,
HiX y 3araipHill momysArii [26]. 3a nannmu erije-
MiOJIOTiUHOTO focTiKeHs, mpoBeaenoro G. Kotu-
roglu Ta crmiast., gedinur M3B — Baroma npu-
YyHA BUKOHAHHS aJ[eHO1/- 1 TOH3UJIEKTOMIN B IiTel
y 3B'SI3Ky 3 HEBIIWHHO PEIMAMBHUMU OaKTepiaib-
HUMH 1HPEKIIIMU JTiM(PaTUIHUX OPTaHiB BEPXHiX
IUXAThHUX TLIAXiB [28].

C. Mufioz-Almagro Ta crmiBaBT. y 2-piuHOMY Mpo-
CIIEKTUBHOMY JOCTI/KEHHI TPOJEMOHCTPYBAJIN
acortriartiio gedimuty M3b 3 Baxkkoio, iHBa3UBHOIO
ITHEBMOKOKOBOTO 1H(EKITIEI0 B JTOPOCTUX 1 JiTEH.
Oco611B0 YacTo 1eit imyHogedinuT 6yB IPUIMHOIO
MPOTHOCTUYHO HECTPUATIUBUX ITHEBMOKOKOBUX
ypaskeHb y JIiTeil BIKOM /10 2 POKiB, OXOILTIOIOUH
33 % sumnazkis [35]. X. Vallés Ta criiBasT. y mocmi-
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JKEHHI 32 TUTIOM BUTIQIOK—KOHTPOJIb iIeHTU(IKY-
Basm iepBuHHNH Aedinmut M3b cepen martieHTiB i3
BaKKOIO ITHEBMOKOKOBOIO iH(DeKITi€0 B 43 % BUIA-
kiB [48]. D.P. Eisen Ta cniiBaBT. mpoBesn cucremMa-
TUYHWH aHali3 pe3yJbTaTiB 4 KOHTPOJbOBAHUX
JIOCJIIJIPKeHDb, TPUCBSYEHUX BUBYEHHIO acoIfiallii
nedinuty M3b i3 mHEBMOKOKOBOIO iHMEKITIEIO, i
MEPEKOHJIUBO TOKA3a/IM BaroMy poJib iMyHOzmedi-
IIATHOT XBOPOOH B PO3BUTKY BaKKUX YCKJIAJHECHb,
CIIPUYMHEHNX 3a3HAYeHUMHU MiKPOOpraHisMaMu
[10]. TToBigoMJIsI TIPO PO3BUTOK GaKTEPiaibHOIO
MyCTyJIb03Y, DypPYHKYJIiB, (hirerMon, abciecis miki-
pu B mattienTiB 3 gedinurom M3Db. g imynonedi-
IIUTHA XBOPOOA MOKE BUSBJISATUCS OaKTepiaJbHIM
€H/IOKAPANTOM 1 BIJTMBAE HA BUTPUBAIICTD TAKUX
maiienTis [47].

[Ipu pedinuri M3b migBuiennii pusuk po3BU-
TKY BaXXKuX HelicepiampHux iHdekiit. T.C. Darton
Ta CIBaBT. Y BEJUKOMY IOPIBHAJIBHOMY JOCJiJI-
skeHHi (n = 741) mokazanu, mo aedinut M3b ormo-
cepeIkoBYE BiporigHo Bulle GakTepiasbie HaBaH-
Ta)KeHHs TTPU MEHIHTOKOKIIEMIl B IiTel TTOPiBHSHO
3 IMyHOKOMITETEHTHUMH ocobamu [7].

Y neaxux mamienTis 3 aedinntom M3b possu-
BaIOThCsT OPOHXOEKTA3M Y 3B'A3KY i3 YacTUMU OPOH-
xomyabMoHambuuMu ifdekitism. J.D. Chalmers ta
CITIBaBT. Y TIPOCIIEKTUBHOMY TTOPIBHAJIBHOMY JIOCJIi-
JUKEeHHI TTOKa3aJTH, 10 TIPU 3MEHIIEeHHI CHPOBATKO-
Boro piBg M3b mmkue 200 HT/MJT BiI3HAYAETHCS
Olnplna 4acToTa exsaiepOaiiil, ZOBIIMII TepPMiH
nmepebyBaHHa y cTalioHapi i ripima pamiosoriyna
KapTHHa pU GPOHXOEKTa3ax, HixK Y BUIAAKaX, KON
konrentpainis M3b mepebysana B Mmexax 200—
500 wr/™mat [5].

BipycHui onoprynictuusi indexuii. M3b 3azis-
HUW y TIPOTUBIPYCHOMY IMYHITETi, OCKIJIBKI JlesKi
BiPYCHI areHTH MICTATb BEJIMKY KiJIbKICTh 3aJIUIIKIB
MaHO3H Ha 1moBepxHi cBoix Bipionis. C.S. Gibson Ta
CIIIBaBT. y BEJIMKOMY JOCJIJKEHHI 32 TUIIOM BHU-
nasiIok—KoHTpoJib (n = 1326) npoxemoncTpyBay,
o rartotunu M3b LYPA i HYPD acoriitiosani 3
PO3BUTKOM JIMTSIYOTO 1epeOpabHOTO Mapaiidy
BHACJIIIOK TIEpUHATATBHOTO iH(MIKyBaHHS BipyCHHU-
Mu arentamu [21].

Y.W. Tang Ta criiBaBT. BUSIBUJIA MyTallil B KOJJOHAX
52 i 54 exsownis rena M3b B 40 % Bunazakis cepej
MaIiEHTIB 3 PENUJAUBHUM CEPO3HUM MEHIHTITOM
Moumnnape, BUKIUKAHUM BipyCOM ITPOCTOTO Tepriecy
2 tumy (HSV2) [44]. Bigmosinno mo 1b0TO
M. Seppénen Ta criBaBT. TOKA3aJIU TICHY aCOITAIlio
ctpykrypHoro moaiMopdismy A/O i O/O rena
1[bOTO T'YMOPAJIbHOTO YUHHUKA TIPUPOJIPKEHOTO MY -
HiTeTy I HEeBIMHHO PElMUJMBHOIO T'eHITaJIbHOTO
repriecy HSV2-eriozorii B siozeit (BII = 2,6; 95 %
II = 1,3—4,9; p = 0,005) [41]. Sk BimomO, MaHO-

303B’A3yBAJIbHU ITPOTETH MOJIYJIIOE IMYHHY BiIITO-

Bizb mpotrt HSV2 nrsixom HefiTpasisarii Bipycy i
IHIYKINI Ji3UCy BIPIOHIB 32 pPaXxyHOK aKTHWBAIIii
CUCTEMH KOMILIIEMEHTY.

J.M. Kwakkel-van ta criiBasr. y criertianbHo criia-
HOBAHOMY JIOCJTi/KEHHI TTPOIEMOHCTPYBAJH BUIILY
YaCTOTY PO3BUTKY i IIPOJOHTOBAHUI mepebir peak-
TUBOBaHOi 1UTOMerasnoBipycHoi (CMV) indexrii
B PEIUIIEHTIB aJOTeHHUX COJIAHUX opraniB [30].
FJ. Ghods ta criBaBT. BUSABIIM aHOMAJIBHO BHCOKY
yacToTy peaktuBoBanoi CMV-iadexiiii B perutri-
€HTIB AJIOTEHHOI HUPKU B TAIEHTIB i3 AedimuToM
M3b B iHIIOMY KOHTPOJBOBAHOMY OCJIKEHHI
(n = 107) [20]. Haromicte Y. Hu Ta cmiBaBT. y
KOHTPOJIbOBaHOMY BuIpoOyBanHi (n = 209) mpo-
JIEMOHCTPYBaJIN 3B’A30K MixK TIEpBUHHUM Aedilin-
ToM M3D i po3BUTKOM Ba)XKOI PEaKTUBOBAHOI
CMV-ingexriii B paHHbOMY IUTIIOMY Bitli [24].

L. Segat Ta ciiBaBT. MOKAa3a/IM MiIBUIEHY YaCTO-
Ty TaMiJOMaBipycHOI iHMEKIIIT cTaTeBUX MIJISIXiB Y
JKiHOK 3 gedpitiurom M3b, ogHak TicHoi acoriaitii 3
BipyC-iHYKOBaHUM PaKOM IIMUAKU MaTKU 3apee-
crpoBatio #e 6yio [40].

IpuoOKoBi yMoBHO-1IaToreHHi indekuii. Jedinnut
M3B moske GyTH MPUYMHOK XPOHIYHOTO, Pe3wuc-
TEHTHOTO 10 JIIKYyBaHHS KaHUI03HOTO BYJbBOBA-
TIHITY, eHI0PTATbMITY Ta IEPUTOHITY B Jtiozeit [16].
3a pe3yJIbTaTaMi KOHTPOJIBOBAHOTO IOCJIi/IKEHHS,
smiiicuenoro J. Lambourne Ta criiBaBT., iHBa3MBHUN
acIepTiJIb03 TPATLIIBCS B MMAIliEHTIB i3 BepudikoBa-
aum aedirturom M3B (< 500 ur/m) Biporiano
yacrilre, HiXK y KOHTpoJibHil Tpymi (62 1 32 % Bin-
noBigHO; p < 0,001) [31].

ITapasurapHi inBasii. /lediniur M3b npusBoauTh
110 PO3BUTKY B JIIOZIeN BAKKUX MMapa3uTapHUX iHBA-
3iii, BAKJIMKAHUX ITPOTO30HUMU areHTaMU I TreJib-
mirramu. B. Padilla-Docal Ta criiBaBT. mosigomuim
PO Ccepilo BUMAIKIB e03MHOMIIHPHOTO MEHiHTOEeH-
niecasity, symoBiienoro Angiostrongylus cantonen-
sis, y miteit 3 gedinnrom M3B [37]. B.D. Kirk-
patrick ta criiBaBT. mpoBeIM KOHTPOJIBOBAHE IOCTi-
JUKEHHS 32 TUTIOM BUTIAZIOK—KOHTPoJb (N = 99), B
SKOMY TIOKA3aJTH TiCHY acOIliallifo KPUITOCTIOPHU/Ii-
o3y i gedimury M3B y zirteii, ocobamuBo cepep
xJonm4uKiB [27]. J.S. Antony Ta criBaBT. IPO/IEMOH-
CTPYBaJIH, 1[0 BUCOKA CHPOBATKOBA KOHIIEHTPAIlis
M3Db 3abe3rneuye 3axXuCT Bijl IHCTOCOMO3Y Y BU-
nmagKy 3apaskenns. HaTomicTs nepBuHHmil edinut
M3b crnpusiB po3BUTKY KJIIHIYHO MaHi(eCTHOI
inBasii [1].

AsroimyHHi BusiBu. Pozsutox CUB y narienris
3 nedinnToM M 3D MOSCHIOIOTH TOPYIIEHHSIM KJTi-
peHcy NMPKYJIANIMHUX IMYHHMX KOMILIEKCIB, a
TaKOK alONTOTUYHUX TiJelb i TKAHWHHOTO JIeTPU-
Ty B eKcTpaBadagbHOMY Ipoctopi. Jedimut M3b
He JIMIIe 3yMOBJIIOE 3pUB IMYHHOI TOJIEPAHTHOCTI
npu CUB, a it BUI03MiHIOE KIIHIYHY KapTUHY IIbOTO
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aBTOIMYHHOI'O CUH/IPOMY, Ii/IBULIIYIOYN YaCTOTY
BKKICTB Jonyc-HepUTy i 3MEHNIYIOUM BUSBU
cunapomy Ilerpena [45]. Acomiamio aedinuty
M3b i CUB cepen mpenctaBHUKIB apuKaHCHKOI
Ta €BPOIEUCHKOT TOMYJAIIN TPOJIEMOHCTPYBAIN
takok N. Glesse Ta cIiBaBT. y KOHTPOJIHOBAHOMY
nocimkenti (n = 669) [22].

G. Mumcu Tta cniBaBT. y KOHTPOJBOBAHOMY
BUIIPOOYBaHHi Mokasaju acomiaiiio gedinuty M3b
i cuaapomy Bexuera B mozeit. et 38’g30k mosic-
HIOIOTDb 3HUKEHOTO PE3UCTEHTHICTIO 710 S. mutans y
naiienTiB 3 gedimurom M3b [34].

K.M. Dolman Ta criBaBT. y KOTOPTHOMY IOCJIi-
JUKEeHHI BCTaHOBUIIH, 1110 edinmut M3 b acortiiioBa-
HUii i3 paHHiM 1e010TOM I0BEHIILHOTO PEeBMATOII-
HOTO OJIIrOAPTPUTY, OAHAK IMOMSIKIIY€E mepedir
aBTOIMYHHOTO ypaskeHHs B TTogaabiomy [9]. Pami-
1re 0yJ10 TIoKa3axo, mo aedinut M3b Moske BUKIM-
KaTu PO3BUTOK PEBMATOITHOTO apTPUTY B [OPOC-
JIUX, IO TOTO 3K TaKa aCoIiaIlis CIYTYE MPEANKTOPOM
HECTIPHUSTJIMBOTO 1epediry aBTOIMyHHOTO CHHIIPOMY.
S.Z. Aydin rta criiBaBT. BUstBUIIH, 1110 Aedinut M3b
MpUHaliMHI BTPUYI TPUCKOPIOE TPOrpPecyBaHHSA
aBTOIMYHHMX CIIOHAMJIOAPTPOTIATIN y Jofeit [2].

E. Potlukova ta cmiBaBT. mpoieMOHCTPYBaJIH, IO
nedpinur M3b cayrye npuunHoIo po3BUTKY aBTO-
IMYHHOT'O TUPOIZIUTY T/l 4ac BariTHOCTI 31 NIBUJIKUM
JOCSITHEHHSIM CTaHy TillOTHPEo3dy, 1o HoTpedye
3amicHoi ropMoHasTbHoi Tepartii [39]. ledimur M3b
MIPU3BOANUTD 10 PO3BUTKY HeCHEIU(pITHOTO BUPa3-
KOBOTO KOJITY B JIiTEl Ta 3YMOBJIIOE 3aTyUeHHS
TOHKOI KUIITKHU B MAIEHTIB i3 XBopoboio Kpoma [29].
Z.]in. Ta cIiBaBT. TPOJIEMOHCTPYBAJIN 3B 130K jedi-
muty M3bB 3 peBMaTHYHOIO XBOPOOGOIO CepIisi B
JTEN Ta M TKIB, a TAKOK BUSBUIN HECTIPUSTIIN-
BUI BIJIMB iIMyHHOI cYHKINT Ha Iepebir peBmMa-
TUYHOTO TIpoiiecy [25].

Aunepriuni BusiBu. N. Birbian ta cmiBaBr. y crierti-
aJbHO CIIJIAHOBAHOMY KOHTPOJIbOBAHOMY JIOCJi[I-
JKEHHI 32 y9acTio 992 maItieHTiB MpoIeMOHCTPY BN
acoriaifito nepsunaoro gedinury M3b i 6pomnxi-
anpHOL actMu B jozeir (BIII = 1,9; 95 % 1 =
1,4—2,4; p < 0,001) [3]. Hatomicts C.L. Lin Ta
CIiBaBT. y KOHTPOJbOBAHOMY BUIPOOYBaHHI
(n = 352) nokasajiu, 0 FeHeTUYHO J[eTEPMiHOBa-
nuii gedpingur M3bB He TimbKU acorlilfioBaHu# i3
XPOHIYHOIO 0OCTPYKTUBHOIO XBOPOOOIO JIETEHD, a i
MiIBUIIYE YacTOTy eK3alepbaliiii maroJoriaHoro
TIpollecy 1 BU3HAYAE HEMPUATINBHUH IPOTHO3 XBO-
po6u [33]. Omrcano TakokK BUTIATKU MYJIBTH(HOPM-
HOI epuTeMH, acollifioBaHol 3 BipycoM Tepriecy
1 Tumy, Ta aTOMYHOTO JIEPMATHUTY.

Heomnacrtuuni BusgBu. Bceranosieno acoriaiiio
nedinuty M3b i MHOXKUHHUX TTyXJIUH €HAOKPUH-
HUX OPTaHiB i 3B’I30K iIMyHOE(DIITUTY 3 PO3BUTKOM
3JIOSIKICHUX HOBOYTBOpeHb sieurnkiB [43]. JloGpe

BizoMo, 110 epBuHHUI AedinutT M 3D cayrye Baro-
MOIO IIPUYMHOIO TOCTPOTO JiM(POOIACTHOTO JEHKO-
3y cepen aiteit. Hatomicts D. Eurich Ta cmiBasT. y
CIIEIIAJIBHO CIUIAHOBAHOMY IOCJIIKEHHI TIpOojie-
moucTpyBaiy, mo resorun GG/GC (-221 (X/Y))
M3Db aconifioBanuii 3 pO3BUTKOM TeaTOIEOISAP-
HO1 KapIIMHOMHU, BUKJIMKaHOi BipycoM rermatuty C
(p=0,004; BIIL = 2,5; /11 = 1,3—4,8), 6iabImum pos-
mipom (p = 0,022) i 6inossipaum poctom (p = 0,038)
NYyXJTUHWA, BUIAM piBHeM ambda-deTomporeiny
(p=0,010) [11].

Inmni Heindekmiitni BusaBu. Bcranosieno, 1o
nedirmut M 3B nmprckopioe po3BUTOK aTePOCKIIEPO-
3y CyAWH 1 3yMOBJIEHUX ITUM ycKJIagHeHb. Herro-
nasHo [.'T. Vengen Ta criiBaBT. y BEJIMKOMY €ITi/1eMi-
osoriunomy pocaipkenri HUNT2 (n = 57133)
MoKa3aJju, o HasABHICTh Aedinuty M3b migBurnye
PU3UK PO3BUTKY iH(hAPKTy MioKap/a BABiUl He3a-
JIESKHO BiJl IHITUX YNHHUKIB PU3UKY KapAioBacKy-
JgpHuX Toii [50].

OCKiJIbKY crcTeMa KOMILJIEMEHTY TiCHO (DYHKIII-
OHAJIBHO TIOB’I3aHa i3 CUCTEMOIO TeMOCTa3Yy, y Malli-
€NTiB i3 medinmuTom M3D MOXyTb Bim3HaUaTHCS
reMOKOAryJISAIiTHI TIOPYIIeHHsT — TPOMOO3H i1 BaK-
ki remoparii. [Ipu mocaimxkenni renorurry M3b y 91
narcbkoro namienta i3 CHB T. Ohlenschlaeger Ta
CIiBaBT. BUSABWIM, M0 54 oci6 (59 % Bumaakis)
manu jukuit Tun A/A; 30 (33 %) — A/O, a 7
(8 %) — O/0. Anenbii 060pOTH 10 TUKOTO TUITY
Oynu B KofoHax 54, 57 i 52. 3a 9-piunuii nepiox
aprepianbHuii TpoM603 PO3BUHYBCs y 6 13 7 maiti-
enTiB i3 regorunom O/O nopiBasHO 3 18 i3 84 marti-
entiB 3 A/A abo A/O renorunamu (BigHOLIEHHS
posb6ixmocreit 7,0). OcobauBo mifBuieHuM OyB
PU3UK PO3BUTKY TOCTPOTO iHdapKkTy Miokapma. He
crioctepirajan acoriaiii Mixk renotuniom M3b i
BeHO3HUMU TpoMbo3amu [36].

O.A. Bodamer Ta crmiBaBT. TeHOTHITYBaJIH 5 3a-
raJgpHUX MoJaiMopdi3MiB, 3okpema B-, C- i D-pis-
HoBunu, rera MBL2 y 102 HeMOBIAT, HAPOIKECHUX
1o 36 Tu:xk BariTHOCTI, i 102 HEMOBJIAT, HAPOKEHUX
JIOHOIIIEHUMH, 1 BCTAaHOBUJIU, 1[0 YacToTa ayiess D
OyJia 3HAYHO BUIIOIO B HEAOHOIIEHUX JIiTeil y MopiB-
msno 3 gouomenumu (p = 0,04) [4]. EN. Frakking
Ta CIiBaBT. BUSBWJIN aHOMAJbHO BEJIUKY MUTOMY
Bary nepsunHOrO Aedinuty M3b cepen HeoHOIIIE-
HUX HEMOBJIST B iHIIOMY KOHTPOJIBOBAHOMY JIOCJTi-
mkenni [15]. Binpmie Toro, 1 iMmynomedinutHa
XBOpOGa MOsKe MPU3BOUTH JI0 Mi3HIX CIOHTAHHUX
nepepuBanb BaritHOCTI, sik nmokazanu O.B. Chris-
tiansen Ta CIiBaBT. y CHEIiaJIbHO CIIJIAHOBAHOMY
BunpoOyBsani (n = 75) [6].

J. Finsterer Ta criBaBT. moBijoMuan mpo 47-piu-
HOTO marienTa 3 gedinntom M3Db, y akoro BigsHa-
yajacs rineprpabexyJIsaiis i Kanbiudikailis CTiHOK
CepIId 3 MPOTPECUBHOIO CUCTOMIYHOIO AUChHYHKITIEO.
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Kpim Toro, BusgBuIN HekIacuhikoBaHy Miomariio.
3T0/IOM TIAIlIEHT TTOMEP BiJl CETICUCY, BUKIMKAHOTO
S. aureus. Ha ayroricii crioctepiraim o3Haku CTOH-
IIEHHST €H0Kap/a, eHAoKapaianbHoro (ibposy,
KaJbIUQiKallii Ta akyMyJsIii ZUCTPOPIiTHUX Mio-
Kapaionutis [12].

L. Foldager ta cmiBaBT. y KOHTPOJbOBAHOMY
JOCTI/DKEHH] 32 y4acTio 545 MallieHTiB MoKa3ajn
3B’s130K gedinmuty M3b (< 100 ur/m) 3 maniynm-
MU aTakaMu i OIMOJSIPHUM PO3JIaZioM. 30KpeMa,
nedinut M3b BigznauaBcs B MaIi€eHTiB 3 MaHIIHU-
Mmu atakamu y 30 % BUTAIKIB MOPIBHSHO 3 5 %
BUIA/KIB cepejl 30POBUX 0Ci6 KOHTPOJIbHOI TPy 1IN
i 6yB acouiifoBanuii 3 reHoTurnoM YA. Y Takux
MaIi€dTiB 4acTo TparigBcs AedilluT CEepUHOBOI
npoteasu, mos’g3anoi 3 M3b. binosgpauii posnaz
MaB Ticuuit 38’5130k 3 LXPA-renorumom MBL2.
BBaskaioTb, 1110 TPUYWHOIO IICUXIYHUX PO3JIAJIiB ITPU
nedinuti M3b cTae rimepakTuBariis cucteMu KOM-
IJIEMEHTY 3 IHAYKITIEI0 XPOHIYHOI 3a1aTbHOI BifIIIO-
Bimi [13].

A. Sjolander ta criBaBT. BCTAaHOBWJIM acoOIliallito
rarmorunie LXP i LYQ rena MBL2 i Bucokoro
PUBHKY PO3BUTKY XBOpoOM AJibIreiiMepa y TpeTiid
vyactuni xurts (BHI = 1,6; p = 0,01 i BII = 1,5;
p = 0,02 Bixnosinno). Ak Bimomo, y maTorenesi XBo-
pobu AsbirefiMepa po3TIsSAaloTh POJIb aTEPOCKIIe-
po3y 1iepebpaibHUX CY/IHMH 1 BIpyCy IIPOCTOTO repiie-
cy 1 Tumy, siki moB’g3ani 3 gedirurom M3b [42].

OOTsKeHHs iHIIMX XBOPOO

Hedimur M3B Moske CyTTEBO O0TSIKYBATH TIEpe-
6ir iHIMX XBOPOO, PO3BUTOK SIKMX OE3110CEPEHBO
He TI0B’I3aHUH 31 CTAHOM iMyHOCKOMITPOMETOBAHOC-
Ti opranizmy mioguau. L. Gao Ta cmiBaBT. y IIpo-
CIIEKTUBHOMY JTOCJI/IPKEHHI TTOKA3aJIH, 10 AepiliuT
M3Db y miteii onocepeIKOBYBaB BaKKHI, 3aTPO3JIH-
BUI IS SKUTTSI TI€pebir IPUILy, BUKIMKAHOTO IITa-
moM H1N1, mig vac emigemii 2009 p. [17].

P Garred Ta criBaBT. BUABMIIN, 1[0 3HAYHO BUIIA
KiJbKicTh 3apaskennx BIJI romocekcyasnictis Oysin
roMo3uTroTamMu 3a pisHumu anensimu MBL2, Hix
FOMOCEKCYAJIiCTIB IPYIIM PUSHKY UM 3[0POBHUX 0CiO
KOHTPOJIbHOI Tpynu. Xoda it He GyJIO BUSBIEHO
YiTKOTO 3B’I3KY MiK ITPOTpecyBalHAM Bif iHdekIii
no xainiyao Manigectanoro CHI/ly, omnak BinzHa-
YaJy 3HAYHO KOPOTIIWH Yac BWKUBAHHS TCIS
noctanoBku jgiarnody CHI/ly B 4os0BiKiB 3 HU3B-
kuM piBneM MBL y cupoBatiii KpoBi. ABTOpHM
MU BUCHOBKY, IO 3POCTAHHS PUSUKY JIETATTh-
HOTO Pe3yJIbTaTy MPU acolliallii 3 TepBUHHUM aedi-
ruroM M 3B 6y10 noB’si3aHe 3 MiIBUIIIEHOTO CIPHii-
HATJIUBICTIO 10 KO-iHDeKiit [18].

C.L. Thio Ta criBaBT. FeHOTHITYBaJIU /[Ba IPOMO-
topaux SNPs i Tpu ekzonnnx SNPs rena MBL2 y
BEJIMKOTO KOHTUHTEHTY Jiiojieit (n = 527) 3 Bipycom

rematuty B (HBV), aki omgysxyBaau abo Maiu mmep-
cucTeHTHy iHndexiio. byio BusaBsieno, 1mo npomo-
topauit SNP-221G-C (-221 (X/Y)), saxuit npu-
3BOJIUB JI0 HeZIoCcTaTHHOI mpoaykirii M3Db, gacrimie
TparisgBes B ocib 3 aktuHolo HBV-indekiieio.
Y TOMO3UTOT 32 HOPMAJIBHUM aJieJieM Y TIPOMOTOP-
HOMY PETioHi Ta epinoMy ek3oni rena M 3D, y skux
Bi/I3HAYATACS BUCOKA KiMBKICTh (DYHKITIOHATBHOTO
6iJIKa, criocTepiraiyi HaA3BUYANHO BUCOKI TIOKA3HM-
KU ony:KaHHA Bifl iHdexiii. HatomicTs y roMo3uroT
i3 KoMOiHAIi€l0 MyTalliii IIPOMOTOPY i MEPIIOTo
€K30HY, OB’ I3aHOI0 3 HU3BKOIO KiTbKICTIO (DYHKIII-
OHAJIBHOTO TIPOTEIHY, — HETIOBHE Oy KaHHS 11 11ep-
cucrentiio Bipycy [46]. 1.J. de Messias-Reason ta
CITIBaBT. BUABUJIN IIBUIIIEHY CIIPUNHATIUBICTD J10
Jenpu B matienTiB i3 gedinurom M3b [8]. Kpim
TOTO, T IMyHHAa AMCGHYHKINS CYTPOBOKYETHCS
3HIZKEHHSIM CTIMKOCTI 0 JerioHenbo3y. K. Gron-
dahl-Yli-Hannuksela ta criiBaBT. B erigeMioJioriu-
HOMY JIOCT/DKeHH (N = 555) MOKA3aJIH T IBUTIEHHST
PU3UKY PO3BUTKY KaILITIOKY B IOPOCJNX i3 TOTAJb-
HuM zediurom M3b (< 50 ur/ma) [23].

Ockinbkun M3b — ko4oBumii (hakTop MpupoKe-
HOTO IMYHITETy JiereHb, Horo aedinuT cTae ocHO-
BHOIO IIPUYMHOIO 3aXBOPIOBAHOCTI I JIeTaJIbHOCTI
TIPU MYKOBICITUI031 uepe3 CIIPUAHHS iHDEKITIHHOMY
ypaskenmio. P. Garred Ta criBaBT. JOCTI Ky BaIN, Uit
MOXYTh ajiesibHi pisHoBuan MBL, mow’ssani 3
PEIUIMBHUME 1HDEKI[AME, OYTH YHHHUKAMU PH-
3WKY B MAI€HTIB 3 MyKoBictumo3om. Y 149 ocib 3
MB mnopiBuioBasu pizai renotunt M3b 3a hyHk-
Ii€10 JIeTeHb, 1HMEKIIEI0 1 BIKUBAHHAM y TepMi-
HabHil ctaxii MB (emepThb abo niepecajika JiereHn ).
ODynkiist Jerelib OyJa 3HAYHO 3HUKEHA B HOCITB
ayeabHux pisHoBuAiB M 3D mopiBHAHO 3 HOpMaJTh-
HUMHU roMo3uroTamu. HeraTuBHUiI BIIUB Pi3HUX
ajiesieit Ha YHKIIIT JereHb 6YB 0COOIMBO BUPasKe-
HUM y TIAITIEHTIB i3 XPOHIYHOIO 1HMEKITIE, BUK-
nukanoio Pseudomonas aeruginosa. Tudexiis, 3y-
MoBJsieHa Burkholderia cepacia, 3nauHo dactinre
TpaIIsiacs B HOCIiB Pi3HUX ajiesied, HixK y 3/[0POBUX
roMo3uroT. Kpim TOrO, BUKOpHUCTAaBIMU MOAMUDI-
KOBAHUII aHaJi3 TPUBAJIOCTI KUTTSI, aBTOPU BU3-
HAYWJIH, 10 TPOTHO30BaHMIA BiK BUsKMBAHHS OyB Ha
8 POKiB MEHIITNM Y HOCIiB Pi3HUX ajieJiell TOPiBHIHO
3 HOpMaJIbHUMU ToMo3uroTamu [19].

IcuytoTh maHi MO0 HETATUBHOTO BILIUBY medi-
uty M3B Ha nepebir xBopobu [layHa i BaKKUX
OTIKiB YHACJIIZIOK CIIPUSHHS iHQEKIIHHIM yCKJIaI-
HEHHSIM.

JliarHocTuka

CuposarkoBa KonueHtpaiis M3b moxe OyTu
BUMIpPSTHA 32 TOTIOMOTOI0 (hePMEHTHOTO iMyHOCOP-
6entHoro meroxy ta ELISA [20], saxi cupsmosami
Ha imeHTudikaiito auxkoro M3b (amotum A).
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Busuenns aktusnocti C4b-omconisaitii gae smory
OTIOCEPEIKOBAHO OIIHUTH (DYHKITIOHATBHY aKTUB-
nictb M3b [23]. CenaBiuna metoamka imynodryo-
peciientHoro Metony (TRIFMA) 3 Bukopuctanusam
MOHOKJIOHANBHUX aHTUTi Myt (93C) gomomarae
BuBunTH KoHIeHTparil M3b mo 500 Hr/mu, sxi
Bimsnavaiotbess B romosuror B/B i D/D [30].
Becrepu-610T 1 KinbKicHa XeMiIOMiHeCIeHIis
JAIOTh 3MOTY BUMIPSITH Ay’Ke HU3bKY KOHIIEHTpa-
mito M3b (menmie 50 i 200 Hr /M1 BiAIIOBIIHO) Ta
imenTdiKyBaTH OKpeMi MOJIMENTUAHI JAHIIOTH
I[bOTO TIPOTETHY, 1[0 MOKYTb IIUPKYJIIOBATU B CUPO-
BaTIli KpoBi xBopux Jiozei [ 16]. [emetnuni gocri-
IKeHHs nepepbadaiorh nposegenns IIJIP ps
inentudikarii Bimomux wmytaniii i JIHK-cexse-
HYBaHHS JIJIsl BUSIBJICHHS HOBUX 3aMiH HYKJIEOTU-
niB [20].

[TepBunnuii pedimut M3b ciig BiApisHATH Bij
iMyHOeDIUTHUX XBOPOO, B OCHOBI SKUX JIEKUTh
JIMC- Ta rinoiMyHor o6y riHemist abo aedinuT 6iKiB
CUCTEMU KOMILJIEMEHTY, OCKIJIbKU B TAKUX IMAIli€EHTIB
MOKYTh PO3BUBATHCS TTIOAIOH] KIIHIYHI CUMITTOMHU,
30KpeMa pelu/InBHI THEBMOKOKOBI 1 HelicepiasibHi
indexiii. Oauak HalGiIbITY TOAIOHICTD i3 Heditm-
toM M3b mae mepBunHuUii medinuT CeprHOBOI
npoTeasu, acoriitoBanoi 3 M3Db, siknit Moske BUSIB-
JIITUCS iteHTHYHuME cumntomamu [13]. Y mamien-
TiB i3 iepBUHHUM JledpinmuTom M3bB mozke BijzHa-
YaTUCS BTOPUHHUI 1eiITUT BiNIOBiIHO1 CEPUHOBO1
poTeasu, TOMY HEPiIKO TLIBKU ITPOBEICHHS TeHe-
TUYHUX TECTIB JIa€ 3MOTY 3/IUCHUTH KOPEKTHY
nudepeHIliiay A1aTHOCTUKY.

JlikyBaHHS

JIikyBaHHS IIOTPeOYIOTH JINIIE AI[IEHTH 3 KJIiHiY-
HO MaHidectHuM Aedinntom M3bB. Moxua Buo-
KPEMHUTH CUMITOMATUYHY i GasucHy Tepariio
iMyHOZEeInnTY.

CumnromatnyHa Tepamid. J.M. Justice Ta criBaBr.
Yy HEBEJIWKOMY IOCJI/KEHHI TMoKa3anin edeKTUB-
HiCTh KOMOIHOBAHOI Teparil CHCTeMHIMH i TOTIiY-
HUMK aHTUOIOTUKAMU TIPU PEIUAMBHOMY OaKTepi-
aJbHOMY PUHOCHHYITI B TAIlIEHTIB 3 AedilluTOM
M3D [26]. Oxrak GibIIicTD JOCTIAHUKIB YKa3yIOTh
Ha HeJI0CTaTHIO e(heKTUBHICTh aHTHOI0THUKOTEeparrii
npu gedinuti M3B i 3acBiguyoTh 1oTpedy B ajieK-
BaTHIN GasucHill iMyHoTeparii. Y pasi rpubKoBuX i
BIpyCHUX YCKJJHEeHb IMyHO/edIUTy IOoKa3aHi
AHTUMIKOTUKU 1 MPOTUBIPYCHI TIpenaparu, oJlHaK
CJTiJI BpaXOBYBATH, 1110 iX ePeKTUBHICTH MOKe OyTH
3HUKEHOIO.

D.A. van Kessel ta cmiBaBr. y crerianbro cruia-
HOBaHOMY KOHTPOJIbOBAHOMY JOCJI[KEHHI 32 Y9aCTIO
18 mamienTiB i3 gedimurom M3b Ta 63 3m0poBUX
0cib MmoKaszaau MO3UTUBHUH eeKT Bif iMyHizarlii
23-BaJIEHTHOIO TOJIicaXapuIHOI0 TTHEBMOKOKOBOIO

BaKIIMHOIO TIPH 1IbOMY iMyHomedinuTi. Taka cTpa-
TETisT MOXKe 3MEHIUTH AaHOMATbHO BUCOKY CITPUIA-
HATJIUBICTH JI0 ITHEBMOKOKIB Y MAITIEHTIB 3 ediln-
toMm M 3B [49], oiHak HeoOXiaHI OJATKOBI 10CITi-
JUKEHHS JI7TS T ITBEP/IKEHHSA e(heKTUBHOCTI TAKOTO
migxomy. [HII BaKIMHN He MPOXOANIN HATCKHUX
BUIPOOYBaHb P it iMyHOmeDIUTHI XBOPOOi.

3acTOCyBaHHS IUTOCTATUKIB 1 TTIOKOKOPTUKOI/TiB
JUIS JIIKYBaHHA OHKOJIOTIYHUX, aBTOIMYHHUX W
asieprivaux BusBiB gedinuty M3b mae 6yt 06e-
PEKHUM, TOMY TII0 MOK€ TPU3BECTU 70 PO3BUTKY
BaKKHMX TMOGIYHUX eheKTiB, 30KpeMa iHDEKIinHIX
YCKJIATHEHb.

Basucna imynorepamnisi. basucHy imyHoTepariito
nedinmuty M3b ckianaioTs aBi TepaneBTUUHI CTpa-
TeTii — CBI’KO3aMOPOJKeHa IJIa3Ma KPOBi i pemnapa-
™t M3Db. Take TiKyBaHHS CJIifi TPOBOAUTH ITPUHAI-
MHI B TPHOX BUTA/IKAX — MPU PEIUAUBHUX iH(]EK-
MIHUX emi3o/1axX i3 MPoQiJaKTUIHOIO METOTO, IIPU
TOCTPOMY €I1i3071i 1711 HOTO HeralHoro KyTipyBaHHs
Ta MPY XPOHiUHii XBOpobi, acotiitoBaniii i3 medi-
mutoM MJ3DB, a1 mokpallieHHsT KOHTPOJIIO Hajl
MaTOJIOTIYHUM TIPOIIECOM. 3aJIe’KHO Bifl Ba’KKOCTi
imyHonedinuTy 6azucna iMyHOTEpartis Moske 6y TH
emizoauunoio abo Tpusaioo [14].

[IpenmapaTu cBizKO3aMOPOIKEHOI TIJTA3MU KPOBI Bifl
cymicHOro jgoHopa B 1031 10—15 mMr/kr B/B Kpa-
IJIMHHO ABidi Ha MicsIb KOPOTKUM ab0 TPUBAJIIM
KYPCOM MOJKYTh JIOTIOMaraTi KOMIIeHCYBaT jedi-
ut M 3D, ocKisbKY MICTATh HOPMATBHUN TTPOTEiH
i3 KpoBi 3mopoBux KoHOPIB [38]. ChoroaHi po3pob-
JieHO creruivHiIT mpenapaTi MPUPOAHOTro (Ha-
THUBHOTO, OYHIINEHOro) i pexombinantHoro M3B
JIIOIUHY, SIKI PEKOMEHAYIOTh 3aCTOCOBYBATH SK
GasucHy 3amicHy Tepariio imynogedinuty. Hapasi
npermapaty M3Db BuTicHUIN CBiXKO3aMOPOKEHY
MJ1a3My KPOBi 3 aJTOPUTMIB JIIKyBaHHs AepilTuTy
M3Db, oxnax 3a He1oCTYITHOCTI crienniyHuX iMy-
HOTEPANIeBTUYHNX areHTiB JOIiTbHE 3aCTOCYBAHHS
MpernapaTiB MJIa3MU.

[Ipenapatu nmpupoanoro HatusHoro M3b nepio-
TO TIOKOJIIHHS BaKJIMBI JIUITIE B ICTOPUYHOMY aCIIeKTi.
I. Laursen Ta crmiBaBT. BUBYQJIU TIperiapat Mpupo/I-
HOTO ountiieHoro M3b apyroro mokoJiiHHSA, OTPU-
MaHUil i3 CUPOBATKU KPOBI 3/I0POBUX JTOHOPIB 3
BUKOPUCTAHHAM HaHOMDIABTpaIlii, COJIbBEHT-Je-
TEPTEHTHOTO METOY i Tesb-PiabTpariiinoi xpoma-
torpadii. Adinnicre M3B npemnapaty 10 kap6ori-
JAPaTHUX TPYI TicJsi 6araToCTyIeHeBOl OYMCTKU
3bepirasacst Ha piBHi 73 %, 1110 3a0€31€4yBaIO KJIi-
Hiuny epekTuBHiCTh MeukamenTy [32]. Cepemms
TepaneBTUYHA no03a npemapary — 0,2—0,3 mr/Kr
nBivi Ha Tk Aenb. [lepion naniBposnaxy M3b nipu-
POJHOTO TIperapary CTaHOBUTH OJ3bKO 6 ib.
BijznauaeTbcs 11oBHE BiIHOBJIEHHS OIICOHI3aI[IHOL
AKTUBHOCTI CHPOBATKU KPOBI Ha TJIi 3aMiCHOI Tepa-
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mii i KOMITeHcarlist KIiHIYHIX BUSIBIB iMyHomepilm-
Ty. [Ipenmapat ounmmenoro mpupogaoro M3b yBo-
IATh B/B B 11031 6 MT O[WH pa3 Ha TUKICHD.
Minimanbauii Kype cranoButh 3 ingyaii. EN. Frak-
king Ta criBaBT. y HEBEJMKOMY JOCJIIZKEHHI IPO-
JIEMOHCTPYBaJIM Oe3MeYHiCTh 1 e(heKTUBHICTH B/B
3aMiCHOI TepiIrii 1pernapaToM MPUPOIHOTO OUHIIIe-
Horo M 3D (z1Biui HA TUKEHD i3 TOCSTHEHHSIM ITiJThO-
Boro piBug 1,0 MKT/MJT) TIpU HEHTPOIIEHii, iHIYKO-
BaHIN IIUTOCTATUKAMU, B OHKOJIOTIYHUX TIAI[IEHTIB
i3 mepBuaHUM nedinmurom M3Db. [lokasano mosue
BiTHOBJIEHHST OTICOHI3AIliNHOI aKTUBHOCTI CUPOBAT-
KM KPOBi B MalliEHTIB, 4Ki OTPUMYBAJU 3aMiCHY
imyHoTeparimo [14].

Tak, K.A. Petersen Ta criiBaBT. TpOBeJIN TIO/IBiiTHe
cJaine maare60KOHTPOIbOBAHE JOC/IIIKEHHS, 30Ce-
pelsKere Ha BUBYEHH] Ge311eYHOCTI, TOJIePaHTHOCTI,
apmakoxiHeTukn ¥ eheKTUBHOCTI Tpenapary
pekombinanTHoro M3b JiioauHu B NAIEHTIB 3 Bij-
nosigHuM imyHoaedinmuTom. [Tokazana 6e3neynicTh
arpobOBYBAHOTO MPEMAPaTy K MPU OHOKPATHOMY
B/B BBegeHHi B no3ax 0,01; 0,05; 0,11 0,5 mr/xr, Tak
i mpu 3acTocyBanHi B o3ax 0,11 0,3 mr/kr 1 pa3 na
Tpu aHi. [IpenmapaT gaBaB 3MOTY AOCATTH ITiTTHOBOTO
piBust M3b y cuposariti kposi — 1000 ar/mur. Ilic-
Jis BBeZIeHHST MefimKkaMeHTy BMicT M 3D 3poctas y
reoMeTPUYHIN TTporpecii B 10303aJeKHIN MaHepi 3
NOCIATHEHHSAM cepenHboro piBasa 9710 Hr/Ma
+/-10,5 % 1npu no3i 0,5 MT/Kr 3 MepioloM HariB-
posnazxy 63bko 30 rox [38].

BucHoBku

ledinmur M3b — mommpena B JIOACHKIl TOMY-
Jstil imyHozediTHa XBopoba, o0 KIIHIYHUX
BUSBIB 1 ZIarHOCTUKK SIKOI MalOTh OYTH JeTaJbHO
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ornaaun

0.B. ManbueB

I/IHCTI/ITyT MMMYHOJIOTHUH 1 aJIJICPTOJIOTUN HaIIT/IOHaJTbHOF() MEUIMHCKOTO YHUBCPCUTETA UMEHN AA. BOFOMOJU)II'&, Kues

[dednumT MaHHO30CBA3bIBaOLLEro Henka

B narnOM 0630pe oApo6HO PACCMOTPEHBI BOITPOCHI ATUOJIOTHH, ITATOTEHE3A, IMUIEMIOIOTUH, KINHUYECKUX TIPOSIBIIE-
HUI, IMATHOCTUKY 1 JieYeH st 1erInTa MAaHHO30CBSI3bIBAIOIIETO GeslKa Kak OIHOI U3 CAMBIX YaCThIX
uMMyHOAeDUIUTHBIX OoJe3Hell uesoBeKa, mopasusiieil Kak MuHuMyMm 5—10 % vesnoseueckoit nomyssiiuu. Crarbs Oyaer
[OJIe3Ha BpayaM BCeX CIEIUaIbHOCTEl, yUUThIBast OeCIPeIe/IeHTHO MUPOKUI KIMHUYECKUH (HeHOTUTT UMMYHOLedDUIH-
Ta, BKJIIOYAIONNI HH(EKITMOHHbBIC, ay TOUMMYHHbIC, aJIJIEPTHYeCKUe, HEOIIACTUYECKUE M COMATHUECKUE ITPOSIBJICHMS.

Kirouesble cioBa: MaHHO30CBSA3bIBAIOIINIT GEJIOK, UMMYHOAEDUIIT, UMMYHOTEPAIIUSL.

D.V. Maltsev
Institute of Immunology and Allergology at the O.0. Bogomolets National Medical University, Kyiv

The mannose-binding protein deficiency

The review presents the detailed consideration of the etiology, pathogenesis, epidemiology, clinical manifestations,
diagnosis and treatment of the mannose-binding protein deficiency as one of the most common immunodeficiency
diseases in humans, which affects at least 5—10 % of the human population. The article will be useful to the physicians of
all specialties, taking into account the unprecedentedly broad clinical phenotype of immunodeficiency, including
infectious, autoimmune, allergic, neoplastic and somatic signs.

Key words: mannose-binding protein, immunodeficiency, immunotherapy.
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