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Iepsunni imynoaedimuru (IIII) — e rpyna 3axBopioBaHb,
IO € Pe3yJbTaTOM BPOKeHUX AedeKTiB IMyHHOI CHCTEMH.
III/I — 3a3Buyaii Ayske BaKKi 3aXBOPIOBaHHSI, ajieé CBOEYACHO
BCTaHOBJIEHUI IiarHO3 POOUTH MOSKJIMBUM IPOBENEHHS JKY-
BaHHS i /I03BOJISIE XBOPHM 30epiraTd BUCOKY SIKiCTh JKHTTSI
nporsiroMm 6aratbox pokis. OCHOBHA POJIb Y PAHHBOMY BHSIB-
aenni III/] HanesxkuTh nepBUHHIN JIaHIli HAJJAaHHS MEUYHOI J0-
NOMOTH, OCKilbKY npoBisnuM B nizo3pi Ha III/] € nani anamue-
3y. IliATBepAMTH [iarHO3 MOKHA NPH CIEliaJIbHOMY OGCTe-
*KeHHi 3 BUKOPUCTAHHAM iMYHOJIOTiYHUX, TEHETHYHUX i MoJe-
KyJSIDHAX METOJiB aHaji3dy, aje NpocTi JabGopaTopHi
CKPHHIHIOBi METO/IU IOCTYIIHI KOKHOMY JIKapio.

Kniouoei caosa: nepsunnuii imyrnodegivum, diaznocmuxa, dimu,
IMYyHOZpAMA, CKPUMIHE.

epsunHi imynogedimuru (I1I/1) — me rpyna saxBopioBans,
Hmo € Pe3yJIbTATOM YPOUKEHUX aHOMaIiii iIMyHHOT cucTemMH,
HACJIiZIKOM YOTO € MiZIBUIIIeHA Yy TIANUBICTD 10 iH(hEKITi.

TTLJT we caig muyraru 31 CHITom. I/ 3ne6isbinoro € reme-
TUYHO JleTepMiHOBaHUMM 3aXBoploBanHamu. Ha cborozni Busisis-
ot Taki rpymu II/[: 1) xomGinoBaHi imyHozedilmTH, B TOMY
YyuesT TSOKKI KoMOiHOBaHi imyHOzedirmTy; 2) KoMGiHOBaHi iMyHO-
npedinuTy i3 cunApoMaNIbHIMU pucamy; 3) AediluTi anTUTinoyT-
BopenHst; 4) pedextr iMyHHOI perysisaiti; 5) gediluTn crucTeMn
(aroruTosdy; 6) aBrozanasibHi 3axBopioBaHHg; 7) AedexTr Bpo-
JpkeHoro imynitery; 8) gedinutu cucreMu KomiuieMeHnTy. Beepe-
JIVHI PI3HUX TPYT Ha CbOTOMHINTHIN /IeHb omrcano nonazx 180 Ho-
3osioriurmx (opm. Haiibinbiry uromy Bary cepen yeix ITIJT cra-
HOBJIATH iepitury anturtinoyTsopentst (Gisbiie 50%).

IIIJT — 3BuyaiiHo ay»ke BakKi 3aXBOPIOBAHHS, ajie BOHU Jla-
JIeKOo He 3aBX/au (daTanbHi. CBO€YacHO i MPaBUIBHO BCTAHOBJIE-
HUil iarHo3 PoOUTH MOKJIMBUM IIPOBEICHHS ITATOr€HETUYHO
oOrpyHTOBaHOI Teparii i J03B0JIsIE XBOPUM 30epiraTu BUCOKY
SIKICTD JKUTTST IPOTSITOM Garathox pokis. SIkiio s IT1/] He jiar-
HOCTYIOTb BYaCHO, TO JliTU 3 IIUM 3aXBOPIOBAHHSM IIOIIOBHIOIOTh
pAAM iHBaJiAIB 3 AUTUHCTBA, 10 BIJIMBAE Ha TIOKA3HUKH 3aXBO-
proBaHOCTi i cMepTHOCTI. TakuM YIMHOM, 3aIOPYKOIO YCIHITHOTO
[IPOrHO3Y I HalieHTiB € panus aiarHoctuka. [liarBepaurn
niarto3 IT1JI MOKJIMBO TIPU CHIEIiaIbHOMY OOCTEKEHHI 3 BUKO-
PUCTAaHHAM iMYHOJIOTIYHUX, TEHETUYHUX i MOJIEKYJISPHUX Me-
toxis. Jlus 1poro HeoOXiaHi KOHCYJIbTallisd 1 00CTeKEeHHS y
crieriayicTa AUTAIOTO iMyHOJIO0Ta, 3HAlloMoro 3 iMyHomedinuT-
HUMU 32XBOPIOBAHHAMU. AJie OCHOBHA POJIb B PAHHBOMY BUSIB-
stienni 1] nasexxuTh nepBUHHIN JaHIli HaAHHS MeIMYHO] J10-
romoru (TeiaTpaM, CiMeHUM JIiKapsiM ), OCKLJIBKI 3aTTi/J03PUTH
ITI/I MOsKHa Ha OCHOBI JaHUX aHAMHE3Y JKUTTS | XBOpOOU AUTH-
HU i HOTO HARGIMAKINX POTUUIB.

Ha sxasb, Hactoposkenicts mozo [11/] cepen mikapiB nepsunHOi
JIAHKY HA/IAHHS MEJTNYHOT JIOTIOMOTH B Y KPaiHi 3aJINIIIAETHCS HA He-
3azi0BinbHOMY piBHi. Yepes HecBoevyacte 3BepHEHHS 10 JHKaps —
crieriaicra IUTA490ro iMyHOJI0Ta Hepi/iki BUIAIKK MMi3HbO] J[iarHo-
CTUKN — B IJUITKOBOMY BiIli 3i chopMOBaHNMHI HE3BOPOTHUMHE
3MiHaMU B Opratax, a TaKO)K BUIIaIKU JIarHOCTUKY Ha aBTOIICIT.

Binnocno nusbka nommupenicts 111/ B momyanii, matore-
HeTHYHA pisHOpimHicTs i BimcyTHicTs cnenudivHmx Kii-
HIYHUX MapKepiB y OiIbIIOCTI BUIMAAKIB CYTTEBO YTPYIHIOE
iXHIO ZIiarHOCTHKY.
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Mera crarTi: TiABUIUTH HACTOPOKEHICTH JIiKApiB MIOIO
III/], a Takok HazaTH NPUHIMIIM TPABUJIBHOTO TPAKTYBAHHS
KJIHIYHKX | Tab0PaTOPHUX MPOSBIB iIMyHHOI HEIOCTATHOCTI.

Tak, HagBHICTD YaCTUX HEYCKJIAJHECHUX PECIipaTOPHUX
Bipycuux indexuiil ne nanexxuts 1o kiainiunux osuax III/]. 3a-
xBopiosanicTh Ha [PBI 5-10 pasiB mpoTsirom poky y fireif, siki
BiIBIAYIOTH Opra"i3oBaHi ANTAYI KOJEKTUBU, € HOPMAJIBHOIO CH-
TYAIli€lo, 10 He TOTPeOy€E aKTUBHOTO BTPYYaHHsI B POOOTY iMyH-
HOT cHCTEMH, SIKITO TIPH [IbOMY 3aXBOPIOBaHHs HepebiraloTs 6e3
YCKJIQ/HEHD i PiZIkO MOTPeGYI0Th 3aCTOCYBaHHS POTUMIKPOO-
Hux npernaparis. Imynozgedinur Mae 6yTH 3amnifo3penuii, Koiu
MOBTOPHI iH(EKIIiT MafOTh HACTYITHI XapaKTEPUCTUKN: BasKKi, yc-
KJIQJIHEHI, Pi3HOI JIoKasmisalii, Ba)KKO HiJIaI0TbCA JIIKYBaHHIO,
MaIOTh HE3HAYHUI CBITJIMI IIPOMIKOK MiXK PelUJIUBAMU, CIIPU-
YUHIOIOTHCS He3BMYAlHUMU 30yaHUKaMu abo 30yJHUKaMK 3
HU3bKOIO BipyJIEHTHICTIO, yMOBHO-IIATOT€HHUMU.

Miarnoctuka ITIJ[ Gasyerbes B mepiry 4epry Ha aHasmisi
icTopii XBOPOOH i JKUTTSI XBOPOTO, JIAHUX CIMEHOTO aHaMHe3Yy,
KJIIHIYHUX [POsiBiB imMyHHOI HemoctatHOCTi. JlabopaTopHi
JNOCJIJUKeHHA JOIIOMaraloTh IMiATBEPAUTU HASABHICTL IMYyHO-
nedinuty i BUSBHAUUTH HOTO THIL.

OuiHIOBaHHA aHaMHe3y i 00’ eKTUBHUIA ornap,

OCHOBHMM TIiJl Yac OIiHIOBAaHHS MAI[i€HTa 3 Ti/I03pOI0 Ha
imyHozedinur € peresnbuuil 36ip anamHe3y. Baxkimsumu € Bci
CKJIQJIOBI aHAMHEe3Y: aHaMHe3 JKUTTs, JeTaJbHUIT aHaJi3 1epeHe-
CEeHNX 3aXBOPIOBaHb, CIMEHHWI, BAKIIMHAIbHIH.

HaiiGinbin xapakrepuuM kiainivaum mposisom 111/1 € migsu-
1eHa yyTauBicTb 10 indekuiit. B anamuesi naunienra 3 IT1/, ax
[PaBUIIO, € PEUMAMBHI iH(EeKIii AUXaNbHUX IUIAXiB: OPOHXiTH,
OTHTH, CHHYCHTH, TOBTOPHI THEBMOHIi 3 (hOPMYBaHHSIM OPOHXO-
eKTasiB, mieBputn. XapakrepHi iHdekiiiini ypaxkeHHs mKipy i
CIMB0BUX 0BOJIOHOK, TPABHOTIO TPAKTY. [HO/I 3yCTpivaroThest 0c-
TeoMiesiT, cerncuc, MeHiHrit, macroiguT. Yacto B aHamHe3i —
Xipypriute JiKyBaHHSI THIHHUX CHHYCUTIB, OTUTIB, OPOHXOEK-
TasiB, 110 He NMPUBOJAUTH J0 OYiKyBaHOro IOKpaliaHHs. Tomy
npu 360pi aHaMHe3y y HallicHTa 3 Mi03po10 Ha iMyHomediuT
HEeOOXiZIHO 000B’I3KOBO TIOCTABUTH HOMY 3allUTaHHS PO Ha-
ABHiCTB 1 Xapaxrtep xipypriunux Brpydanb. IHomi BuA
XipypriuHOrO BTpyYaHHS CBiAYMTD MPO TSKKICTH iHbexIil (Ha-
MIPUKJIAJ], TUMITAHOTLTACTHKA ab0 ApeHyBaHHs abCIeciB ToImo).

ETtionorito indekmiii Bu3HAYAIOTH 32 XapaKTepoOM iMyHHOTO
nedexry. Tak, npu gedinurax aHTUTINIOYTBOPEHHS TUIIOBUMHI
€ indekuii, cupuunHeHi iHKaICyJIbOBAaHUMU MiKpoopraHizma-
MM (CTPENTOKOKM, B TOMY YHCJIi ITHEBMOKOK, 30JIOTHUCTH
cradinokok, remodisbHa manuyka). Kpim 6GakrepiajbHuX
indekiiit, naienTu 3 gedinuTaMu aHTUTIIOYTBOPEHHS € YyT-
JWBAMU JI0 JIEAKUX BipycCiB: eHTepoOBipycH, aJieHOBipycH, po-
taBipyc, nmapsosipyc B19. 3okpema, entepoBipycu MOXKYTD 3y-
MOBJIIOBATH XPOHIUHUIT eHIledaJoMiesNiT, pO3BUTOK BaKIMHO-
acoliffoBaHoro mosioMieniTy micis BaKIMHAID JKUBOIO Iep-
OPaJIBHOIO ToJIioMiesiTHOIO BakiuHo®o. /lo iHmmx BipyciB
(BKJIIOYAIOUM BipyCH KPACHYXH, BITPSHOI BicIIH, peciipaTopHi)
MAIIEHTH € MEHI YyTJIMBUMU. Y XBOPHUX 3 KOMOIHOBAaHWMU
iMmyHozedinuTamu, mepeBaskaHHAM T-KIITHHHOI HexocTat-
HOCTI, 36yuu141<a1vu/1, 1[0 CIPUYMHIOIOTH TSKKI IIpolecu, € He
Tizbky Gakrepii, a TakoK Bipycu (Bipycu repriecy, IuTOMera-
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soBipyc, Bipye Emmreiina—Bapp ta iu.), rpubu (Candida albi-
cans), natinpocrimi (P. carinii). [Ipu daronurapanx pedexrax
K 30yHUKN Haitbiibin XapakTephi cradilOKOKY, rpamMHera-
TuBHi Gakrepii, rpubu — Candida albicans, Aspergillus. Tpu
nediruTi KOMIOHEHTIB KOMILIEMEHTY — THOEPiAHI OakTepii i
Gakrepii poxy Neisseria.

Hanpuxnazn, nagsricTb B aHaMHesi pellUIMBHUX ITIOTeHHUX
inexiiiit BuMarae BUKJIIOUEHHS 1eilluTy aHTUTIJIOYTBOPEHHS,
a takok gedinutie cucremu darorurogdy. Dopmysanms abe-
LIECIB TIEYiHKN BBAKAETHCA IPAKTUYHO IaTOTHOMOHIUHUM IIPO-
SBOM XPOHIYHOI rpany/ieMato3noi xsopobu. HagsuicTs B anam-
He3i OBTOPHUX eI1i30/[iB MEHIHTOKOKIeMii, FHiFTHIMX MEHIiHTiTiB
BHUMAara€ BUKJIOUEHHS JAeilnTy TepMiHaJIbHUX KOMIIOHEHTIB
CHCTEeMH KOMILIEMEHTY. 3aXBOPIOBAHHS, 3YMOBJIEHI OIOp-
TYHICTUUHUMHU iH(EKIisIME, TTepeadauaioTh KOMOIHOBAHWIA iMy-
HO/eilnT.

BaxmneuM € ¢daxt mouarky kiiniyHux npossis. Ilpu
pedinuTax aHTUTIIOYTBOPEHHS 11epIili KJAiHiuYHi 03HAK1 BUHUKA-
I0Th, SIK IIPaBUJIO, HA APYTOMY IiBPiuyi JKUTTS, KOJU BUCHAKY-
I0TBCS OTPUMaHi TpaHCIJIAIEHTAPHO MaTepPUHCbKI aHTHUTIJIA,
inogi — micis 1 poky. Buxmodenns cTaHOBUTDL 3arajbHUI
BapiabesnbHuil iMyHOZEMIIUT, TTOYATOK MPOSIBIB SIKOTO MOKJIV-
BUil y Oyb-sIKOMY Bilti.

ITpu komO6iHOBaHUX iIMyHOMEDIIIUTAX 3aXBOPIOBAHHS 1€610-
TYE, SIK MPABUJIO, ¥ Billl 10 4—5 MiC 3 B&KKUX, PE3UCTEHTHUX /IO
JiKyBaHHS iH(MEKI: ypaKeHHsT BepXHiX 1 HIKHIX JUXaJIbHUX
LJIAXIB, XpoHiuHa Aiapest, 3yMOBJIEHI K [IaTOTeHHUMU, YMOBHO-
MaTOTeHHNUMH, TaK i OMOPTYHICTHYHUME 30YAHUKAMI; TEMaTHTH
pisHOi etioJiorii, MKipHO-CIM30BUIT KaHAN03. «MapKepHIMU»
iH(eKisaMy 11 TIRKKUX KOMOIHOBAHUX imyHnozedinuTis € Ta-
ko auceminoBana BIIJK-indekiiss Ta nmHeBMonMcTHA ITHEB-
MoHist. [lith 3 KOMGiHOBaHUM IMYHOe(DIlIMTOM YacTo BifICTAIOTh
y GisUuHOMY PO3BUTKY 4Yepes MOCTiliHi eHepreTuyHi 3aTpaT Ha
60poTh0y 3 iH(DEKIIAMI Ta XPOHIUHY Jliapero, 10 CTa€ MOMITHO,
SIK TIPABUJIO, TMicy Biky 3—6 Mmic.

Hesaxatoun Ha Te, 1110 penu/uBHi TsKKi iHdeKIii € ocHoB-
HUM TIPOSIBOM iMyHOe(DiInTy, B IeAKNX BUIMAAKaX Ha MepIrnit
JIaH BUCTYTIAIOTH iHIIi IPo0JIeMH, TaKi, siK morane 30iJIbIIeHHs
MacH Tija, 3aTpuMKa (hisMyHOTO PO3BUTKY Y [iTel, y 10POCINX —
BTpaTa Macy TiJa.

Heaxi dopmu imyHOzZEDIIINTIB MAIOTh XapakTepHi HeiMyHO-
JIOTiUHI IPOSIBY, SIKi I03BOJISIIOTH PAHO BCTAaHOBUTH Jliarno3. Ha-
TpuKiIaf, Ipu cuHApoMi Bickorta—Ouiprya mepumiMu CHMITO-
MaMHM YacTO € MPOSIBU FeMOpariyHoro CUHApoMmy (MeJieHa, Kpo-
BOTeUl 3 IIYIIKOBOI paHKW, IleTeXii Ta eKXiMO3u, HOCOBI KPOBO-
Teui), mpu cungpomi Jlyi—-bapp B anamuesi 1me 10 po3BUTKY
CUMIITOMIB iMyHO/IeDIIIUTY YacTO IIPUCYTHS aTakcis.

¥ xBopux 3 II1/] nopsz 3 Tsoxkumu indexuiiinumu mnporeca-
MM B aHaMHe3i MOJKJINBi aBTOIMYHHI i OHKOJIOTiYHi 3aXBOpPIOBaH-
Hs1. Cepejl aBTOIMYHHHX 3aXBOPIOBaHb HAWGIIBII 4acTo Croc-
TEPiraloThCsl apTPUTH, rernatuT, Hepputy, Hecrienudiunmii Bu-
paskoBuii Kozt i xBopoba Kpona, ckiepo3yBagbHUil XOMAHTIT,
CHCTEMHUI 4epBOHMI BOBYAK, aBTOIMYHHI aHeMil, JeiikomneHii,
Heiirporenii, pomGormToneHii. ABTOIMYHHI T1posiBY Ta JiMdo-
npoJtidepaTuBHi 1poiecy HaitbiIbII XapaKTepHi A/ Nalie€HTiB
i3 3aranmbHUM BapiaGelbHUM IMyHOAEDIIUTOM, CHHIPOMOM
Bickorra—Ougpuua, cungpomom Hifimeren, aBroiMyHnHuMm
siMmdonporidepaTUBHUM CUHAPOMOM, aBTOIMYHHUM TIOJIi€H/I0-
KPUHHUM CHUH/I[POMOM.

bBispmicts 3 II/] € reHeTnyHO 3yMOBJIEHUMH 3aXBOPIOBAH-
HAMU, TOMY ciMeliHuil aHaMHes € ysKe KOPDUCHUM B JiarHOCTHY-
HoMmy nontyky. IIpu 360pi ciMeliHoro anamHe3y cJiiji 3’siCOBYBa-
T BUTMAJKU MOIIOHNX 3aXBOPIOBAHb cepeJl iHINX YIeHiB ciM'i, a
TAKOXK BUIIAQJIKW CMePTi liTell y paHHbOMY Billi i iXHi IpUYMHU.
BaskJIMBUM € MUTAHHS CTOCOBHO GJIM3BKOCIIOPIIHEHUX TLTIO0B,
OCKLJIBKU T Biji TAKUX NLTI0OIB MAIOTh HANBUIINI PU3UK 3 TO-
MO3UIOTHOCTI PO3BUTKY aBTOCOMHO-PELECUBHOIO iMyHO-
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nedimurHoro 3axBopioBants. HeoOXiHO 3'sicyBaTH, 41 B KOTOCH
i3 wieniB ciM’i criocrepiramach abo CIOCTEPITaeThCs MifBUIIEHA
CXUJIBHICTD [0 iH(eKiil i yacta nHeobXigHicTh rocmiTaxizanii,
MiZIBUIIEHA CXUJIBHICTD /10 JiiMporposidepaTuBHUX 3aXBOPIO-
BaHb (XapaKTepHO /I CiMel, e IiarHOCTOBAaHO MallieHTa i3 3a-
raJibHUM BapiabesibHUM iMyHOIe(DIIIUTOM, aTaKCi€l0-TesIcaHTiek-
tasieto Tomo). [Ipu 3’sicyBanHi ciMeliHOro aHaMHe3y He CJTiJ 06-
MEKyBaTHCH iCTOPI€IO JIIIe AaHoi ciM’i, a 32 MOKIIMBOCTI 3’dCy-
BaTu icropito 6abych Ta minyciB, a Takoxk Oparis i cectep GAaTbKIB.
IHoni cimeliHuit anHaMHe3 slo1IoMarae 3amijlo3puT TUIL IMyHHOTO
nedekty (Hanpukaag, npu KomMbGiHOBaHUX iMyHOmedimuTax
CcMepTh JiTell B CiM'T TIPOTATOM HEPHIMX MiCAIIB JKUTTS), THII
cria/ikyBaHHs (YpaskeHHsl TiJbKU 0ci6 4osioBivoi crari npu X-
3YeIJIEHNX iMyHozAedinmuTax — CcHajAKoBill Timorammario-
Oyninemii, X-guerienomy rinep-IgM-cuuapomi, X-3uerieHomy
TAKKOMY KOM6iHOBaHOMy imynonedirmri, cunapomi Bickot-
ta—Ouiapuua). 36ip ciMeliHOro anaMHesy JJ03BOJISE BCTAHOBUTH
JIarHO3 10 PO3BUTKY KJIHIUHMX TPOsIBIiB (Hanpukaam, obcre-
JKEHHSI HOBOHAPOJKEHOT ANTUHK B ciM'i, ie OyJiu BUIAJKK 3a-
xBopioBannsg Ha III/l), 1o 3mauHo TMOKpaIy€e NPOrHO3 s
naunienta. HeoOrsixenuil cimeilnuii anamMHes He BUKJIIOYAE 3a-
xBoptoBanHs Ha [11/]. ¥ Toit camwmii yac HasiBHICTD y 4iieHiB cim'l
aJeprifHuxX 3axBOPIOBaHb, MYKOBICIH03Y MOXKYTb CBi[UUTH
1po Te, 10 peruanBHi iHdeKIii y AnTuHN cKopiie 3a Bce He
nos’s3ani 3 [TI/1.

OO6’ekTHBHUIT OLJIsIZL He € JiysKe iHDOPMATHUBHIM Y BUIAIIKY
III/T. Y mikpennausuuii nepion xsopi 3 [11/] moxyts Burisiia-
TH I[JIKOM 3JI0POBUMHU. AJle Bce K MOKHA oTpuMaru iHdop-
Maltiio mojo (hisuuHOTO PO3BUTKY, HAasdBHOCTI iH(eKIii, 3ama-
Jgenns abo XapakTepHUX CUHIApPOMasbHuX puc. Hepinko mae
MicIie 3aTpuMKa (hisUUHOTO PO3BUTKY, 3POCTY, 301/IbIIEHHS Macu
TiJIa BHACJIIZIOK XPOHIYHUX iH(hEKIIii 260 XpOHiIYHO] miapei.

[MTanienTn MOXKYTh MAaTH 3aJIMIIKOBI ABUIIA ITiCJIS TIepeHece-
HUX 3aXBOPIOBaHb: Tapes, Aedopmaitii, pyoili micas nepexece-
HUX THIHHWYKOBUX ypaXKeHb IIKipH, micJsionepaiiiini pyoii.
Hasisuicts rineprpodiunux pyOiiB cBi4uTh PO MOKIUBUIL J1e-
dekT B cuctemi daronuTosy.

[Ipu 00’€KTHBHOMY OTJIsI/Ii Y XBOPUX Ha CITA/IKOBY X-34erie-
Hy rinoramMMario0yJiHeMilo TpUBepTaE yBary BiJCyTHICTb
nimoinmoi Tkanunm — ApibHi a60 BifCyTHI iMbaTIYHI By3JU B
yciX Tpymax, MUTJIQJIVKH MajJeHbKi abo He BisyasisyoTbcst
(4iTKO IOMITHO CTa€ Juile y Ii/TiTKOBOMY Billi), B TAKOMY BH-
najiKy HeoOXiaHo 3'sicyBaTu, un He GyJ10 ToH3umekToMmii. [Tpu se-
akux [1I/] xapaxTepHa, HaBHaKy, Tinepmasig aimdoinnoi Tka-
HMHU, relaTocieHoMeradis.

Hepiakum nposisoMm y namientis 3 I moxke OyTu
nocTiitnuii Kammesnb, YacTo, 0cobJIMBO MPU Mi3HBOMY JiarHO3i, €
[OCTiHHI JIOKAJIbHI XPUIIH, 10 MOXKYTb CBITUUTH 1IPO (hopMyBaH-
ns 6ponxoexTasis. Buac/igok peuuauBuux indexuii ByXa MOKe
CIIOCTEPIraTuCs 3HUKEHHS CIIyXY.

[Ipu Garathox HO30J0riYHUX (hopMax imyHomebInUTIB €
MKiPHO-CIM30Bi TPosiBY (TIONMTUPEHNH KaH/IU03 MIKipH i CIM30-
BUX 06010HOK Tipu T-KiTHHHWX HedekTax, adhTo3HUH cTOMa-
TUT, IIEPIOJOHTUT IIpU HeHTpoIeHiax i pynkiionansnux gedex-
TaX IPaHyJIOINTIB, TogepMil XapakTepHi K 1 nedinutis ry-
MOPAJIBHOI, TaK i (haronnTapHoi JaHOK iMyHITETY).

[Ikipua BucHuIKa MOKe MaT K iH(EKIiiHY npupomy,
T0OTO 6yT1/1 OJIHUM i3 BOrHuIl iHeKIiiHOro CMHAPOMY, TaK i
HeiHdekniifiHy npupoay (HAIpUKIAA, aTONIYHUI AepMaTHT).
Tak, exzeMa € OGOB'SI3KOBUM KOMIIOHEHTOM CHHIPOMY
Bickorra—Ounpuua, rinep-IgE-cunapomy, Moke crioctepira-
THCSI TAKOK TPH XPOHIYHIN rpaHyeMaTo3Hiil XBopobi, TpaH-
3UTOPHIil rimorammario0ysrinemii, cejrekTuBHOMY jediruri
iMyHOr00y1iHy A. XapakTepHUM € ypakeHHs WIKipu 1mpu
cuagapomi OMeHa — TeHepaJsi3oBaHa epUTPOAEpMis, /leCKBa-
Martist mikipu. IxTiozononiGHuil [epMaTuT XapakTepHUn st
cunppomy HesepTon.
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MpuUHUMNK OLIHIOBAHHS IMYHITETY 32 JAHUMN Na6OPaTOPHOro 06CTEXEHHS

CuHgpomanbHi pucu MepepnobayyBaHuii imyHoaediumuT

LLIKipHO-CN130BWI KAaHAMA03, Aiapes y ANTUHU NEPLUMX MICALIB XUTTS

TaxKKMiA KOMBIHOBaHWI iMyHOaedIUNT

FnokanbuieMiyHi cynoMun, BpoaXeHa Bafa Cepusi, HU3bKO NOCaayKeHi Byxa

CuHapom Li—Ixopoxi

LLIKipHWI Ta O4HWUI anbBiHI3M, HEBPOJIOTiYHI MOPYLLEHHS, nimdaaeHonaTis

CuHapom Yepjaka—Xiraci

SanI/IMKa BiANaAiHHA NMynkKoBOro 3asinwiky, noraHe 3aroeHHsa paH

Hediuntn cuctemm paroumntTosdy

LUKipW Ta BHYTPILLHIX OpraHis

Baxka ek3ema, 3aTprmMka pe3opOLii MoNoYHNX 3y6iB, NaTOSOriYHI
nepesniomu, CKoJio3, rinepruyykiCTb Cyrnobis, LWMPOKE nepeHiccs i mmboko
MOCaZXeHi o4i B NOEAHAHHI i3 peumanBHUMN CTadinokOKOBMMMY iHDEKLIAMM

CuvHapoMm rinepiMyHornodyniHemii E
(cuHgpom Oxo6a)

PeunonsHi KpoBOTEYI BHACNiAOK TPOMOOUMTOMNEHIT, ek3ema, 4oJioBiva cTaTb

Cunppowm BickoTTa-Ongpuya

YCcKknaaHeHHs nicns BakuMHaLji nepopanbHO0 NOAIOMIENITHOO BaKLMHOO

HediunT aHTUTINOYTBOPEHHS

Badkkuii nepebir iHpeKLinHOro MOHOHYK/1e03Y, YOJIOBIYa CTaTb

X-34enneHunn nimbonponidepaTtMBHUN CUHAPOM

Kanampos cnndoBmnx 060/10HOK, OHIXOAMCTPODIS, EHAOKPUHHI MOPYLLUEHHS

ABTOIMYHHWUI NONIEHOOKPUHHUI CUHAPOM | TUnNy

ATakcisl, TeneaHriekTasii

Cunpgpowm Jlyi-Bap

PeunaneHi MeHiHrokokuemii

AediunT KiHLEBUX KOMIMOHEHTIB
CUCTEMU KOMMIEMEHTY

PeunamneHi cuHonynbMOHapHi iHdekLii 3 4ebioToM y 4OPOCIOMY Billi,
OpoHxoeKkTa3u, BTpaTa Macu Tina, renatocrjieHomeranis

3aranbHuin BapiabenbHuii imyHoaediumT

YcknagHeHHs Ha BakumHauiio BLDK, reHepanisosaHa BLK-iHdbekuia

TaXKNiM KOMBiIHOBaHWIA iMyHOooedIUNT, oediunTn
cucteMmun paroynTody (XpPOHiyHa rpaHyiemMaTo3Ha
xBopo6a, AediunT B CUCTEMI IHTEPIENKIH-
12-iHTepdepoH-ramma)

HasBHicTb BUNaakiB 3armbeni gitei Big iHbekuii abo noaibHoro
3aXBOPIOBAHHSA Y iHLUMX YAEHIB CiM'i YONOBIYOiI CTaTi MO MAaTEPUHCHKIN MiHii

X-34enseHi 3axBopoBaHHS (X-34enaeHUn TIHXKNN
KoMbiHOBaHWIA iMyHOAEdIUUT, X-34enneHa
rinorammarnobyniHemisi, CUHOPOM
BickotTra-Ongpuya, linep-lgM-cuHapowm,
XPOHIYHA rpaHyneMaTo3Ha xeopoba, IPEX-cuHapom)

Jlnst koMOiHOBaHUX iMyHOZEMIIUTIB XapaKTEPHUM € PO3BH-
TOK yCKITaanens Ha BaknmHaniio BIJK, Tomy mpu 06’ekTnBHOMY
orsani MoxkHa yacto BusaBnutu ozuaku BIK-nimbanenity. Xa-
pakTepHa IS TAKKUX KOMOIHOBAHUX iMyHOZEDIIUTIB THEBMO-
LUCTHA ITHEBMOHIf INPOSABJAETLCA Di3KO BUPaKEHOIO IHMXallb-
HOIO HEIOCTATHICTIO 3a TPAKTUYHOIO BiICYTHICTIO MATOJOTIYHIX
3MiH ayCKyJIbTaTUBHO i PEHTI€HOJIOTIYHO.

Jlesiki BapianTy iMmyHOAeDilUTiB MalOTh CBOi 0cOGUBI (he-
HOTHUTIOBI TIposiBU. Y malienTiB 3 aedinuroM ageHo3mH/e3-
aminasu (ADA) yacro cnocrepiraioTbest aHomadtii ckesera, 1o
MPOSIBIIAIOTHCST HACAMIIEPET TATTOTOMIOHUMHE, OTYKIUMU KOC-
TOXOHpaIbHUMU 3'eaHantsamu pebep. [pu gedimuri mypun-
nykieosugdochopunasu (PNP) crnocrepiraerbes ypaxents
1eHTpasbHoi HepBoBoi cucremu. [Ipu cunapomi Jlyi—bapp xa-
PaKTepHUMHM 3HaXiJIKaMM € aTakcisg i TeseaHriekrasii, KapJum-
KOBICTb TIPU IUCIIA31T XPSIITiB Ta BOJOCCS, aNbOiHI3M IPU CUH-
npomi Yeniaka—Xiraci, Mikpouedaunis i mraxononioni pucu 06-
smaust ipy cuaapomi Hifimeren, crienndiuni pucu oOsmdust
(upokuil Hic, MUPOKO MOCAIPKEHI Oui, roTudHe migHebinms,
rpyb6a mopucra ImKipa ob6auuust) npu  cuHApomi JIKoOa.
Haii6inpim yactuM Ta CTIHKUM CHMIITTOMOM TIPH CHHIPOMI
Bickorra—Ouapuya € TpOMOOIUTOIEHIs, TOMY TIpU 00’€KTHB-
HOMY OIJIAZI 4YacTO BU3HAYAETbCA IeTexialbHa BUCHUIIKA,
€KXiMO03H1, MOXKYTb criocTepiratucs 3Hauti remaromMmu. CHHAPOM
Jli—/l>kopki XapakTepu3yeThCs MOEIHAHHSM YPOKEHOT Bajin
cepirst (0cobMBO XapakTepHoto € TeTpaga Daio), 1o mepeBask-
HO BHM3HAYa€ BaXXKIiCTb i IIPOrHO3 3aXBOPIOBaHHS, BaJu
nigHe6innsa (HalGinpIm yacTo BesogaliaibHa HeAOCTATHICTS),
amazii abo rimomiasii 3arpy/IHMHHOI 3a71031 i TapaniuTo-
HOAIOHUX 37103 (YaCTO CIOCTEPIraloThCsT CYJOME BHACJIIOK
rinokasbuiemii). XapakTepHUMU € IIPOSBU IIPU aBTOIMYHHOMY
noJiryangyagpaomMy cunzgpomi I Tuiy: xponiunuii kanauao3
HIKipH i canM30BUX 0O0JOHOK, rilonapaTupeos, NepBUHHA Hajl-
HUPKOBO3aJI03Ha HejocTaTHicTb. IlepuiuM 1posBoM 1boro 3a-
XBOPIOBaHHs vacTime 3a Bce OyBae kamanmos. Cepem iHUTX
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KOMIIOHEHTIB CUHAPOMY MOXKJIUBI aJIOIellis, BITUITro, CUHIPOM
Masbabeopbuii, amomaliii 3y6Ho'1' eMaJi, eKToJepMajibHa M-
CIJIa3ist, XpOHIYHUI AKTUBHUIN TellaTUT, aBTOIMYHHUI TacTPUT,
nepBUHHUN rinoronagusM. [Ipu 06’ €KTHBHOMY OIS MOXKJIH-
BO BUABUTH Bi/IMIOBi/{Hi 3MiHM, XapaKTePHi /IJIs1 HABEIEHUX BUIIE
craniB (Tabauis).

JlaGopaTopHa giarHocTuKa

[Tpaktuuno Bci IIIJI xapakTepmsyoTbcs 3MminamMm B
KiJibKicHOMY a00 SIKiCHOMY CKJIa/ii KJIiTUH iMyHHOI cuctemu. Pe-
KOMEHJIOBaHMII Ti/IXiZl 10 OIiHIOBaHHS iMyHHOI QyHKIIi TOUn-
HAETbCsI 31 CKPUHIHTOBHMX TECTiB, AKi AOCTYIHI B OiibIIOCTi
KIIHIYHIX JabopaTopiii.

CKPHHIHTOBI MeTOAM 0GCTEKEHHS BKIIOYAIOTD: 3arajbHUil
aHami3 KpoBi 3 (HhOpMyJI0I0, KiNbKicHe BU3HAUEHHS CHPOBATKO-
BUX IMYHOrJIOOYJiHIB, IWIKipHI TeECTU TiNEepPUyTIUMBOCTI
CIOBIJIBHEHOTO THUIY, BU3HAYCHHS THUTPY CreNudiYHUX aH-
TUTIJI 10 BaKIIMHAJIBHUX aHTUTEHIB, 3arajbHa reMOJIITHYHA aK-
tusHicTb 11a3Mu kposi (CHjy,), TectyBanng na BIJL

Jamni CKPMHIHFOBUX METOMIB OOCTEKEHHS pasoM i3
KJIHIYHUMU JaHUMU JO3BOJIAIOTH 3aliJO3PUTU TUII iMyHO-
naedinuTy i BUSHAUUTH MOJAJIBINUI HAIIPSAMOK JiarHOCTUYHOTO
nomryky. [l xoxHO1 HO3070TiUHOI hopmu iMyHOmedinuTy €
1eBHi KpuTepii aiarnosy, ski MoKe JIErKo BU3HAUYUTU JAUTSIUMI
IMYHOJIOT.

JTo GimbIi moraubIeHrX MeTO/LIB OI[iHIOBAaHHS dynxii imyn-
HOI cucTeMn, SIKi IPOBOAATD 3AJI€KHO Bifl 04iKyBaHOTO e(EKTY,
OpIEHTYIOUUCH Ha KJIHIKO-aHaMHeCTUYHi JaHi 1 pe3yJsbraru
CKPUHIHTOBUX 00CTEKEHb, HajleKaTh BU3HAUCHHsSI CyOIOINy-
Jrsmiit rimonmtiB kpoBi (T-, B-, NK), aktuBarniiinux mapkepis,
¢ynkuionanpni tectu s oninoBanHs GyHkiil T-kiriTuh,
JIOCJTIJKEHHA eKcIpecii penenTopis, TPOAYKILi ITUTOKIHIB, BU3-
HavyenHs1 cyOkmaciB IgG, Tectu st OliHIOBaHHs! (haroiurapHoi
dyuxuii. [esxi 3 norubIeHUX JAOCHiKeHDb JOCTYIIHI Juie y
CIIeNiai30BaHNUX MENYHUX [[EHTpax.
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3azanvruil ananiz xpoei. I1ij yac OIIHIOBAHHS 3araJbHOTO
aHasTi3y KPOBI MOKHA BUSIBUTH aHEMIT0, TPOMOOIIUTOIEH]IO, JTefi-
KolleHilo, HefiTponewiio, Jimdorenio. Jlelikonuro3 i3 3cyBoM
BJIBO MO’ CBi[YUTH MPO TOCTPY abo XPOHIuHY iHDEKIIi.
0608’ 13k0B0O Mae OyTH MigpaxoBaHa adCOMIOTHA KiJIbKICTb Hell-
TpodinbHUX IpayIoUUTiB i miM@onuTis.

Hopmampaa kimbkicTe JsiMdonutiB y aiTeil cTaHOBUTDH
2000-6000 xmitTma B 1 Mk, Mae ¢isiosoriyni KogmBaHHS
kizbrocri. Jlimonenist BusHauaeTbes sk KizbKicTb giM(poOINTIB
<2000 xmituH B 1 MKJI Ipy HapopKeHHi, <4500 kaiTuH B 1 MK
y Biti 9 mic a6o <1000 kuritun B 1 MK y cTapuiux gitei i gopoc-
mux. Hasgsuicts simdonenii nepenbayae Moxausuii gedimur
T-1iMpOLUTIB, OCKIJIbKM BOHM CTAHOBIATL OJm3bko 70—75%
BCIX MUPKYJTIOI0YNX JTiM(onuTiB. TakuM 4HHOM, THAPaXyHOK ab-
COJIIOTHOI KiJIbKOCTI J1iM(OIUTIB B 3arajibHOMY aHasli3i KpoBi €
ITOYATKOBMUM METO/IOM OI[iHIOBAHHS KJIITUHHOTO iMYHITETY.

Heiitporneniio BUSHA4at0Th 1pK aOCOIIOTHII KibKOCTI Heii-
tpodinbuux rpanysonutis < 1200 xmitun B 1 Mk Heiditpo-
TeHist Moske Gy TH BPOKEHOTO (MOCTiiHOIO ab0 TIMKIIYHOI0), Ha-
6yTOI0, aBTOIMYHHOIO, CYTIPOBOJIZKYBATH {HIII IIUTOTIEHI].

3a HassBHOCTI HeliTpornenii abo miMborenii HeoOXinHmii KOH-
TPOJIb 3arajbHOrO aHaji3y KpOBi IPOTArOM HACTYIHUX
JIEKITTbKOX TUKHIB 3 MOBTOPHUM BH3HAYEHHsI BiZICOTKY i abco-
JoTHO] KisnbkocTi Hefitpodinbuux rpamyouutis i simbounTis.

Pesynbrati napaxksiiniyHux Joc/IiKeHb TaKOK A0IIOMaraloTh
BCTAaHOBUTH JiarHo3 cuHapomy Bickorra—Ouipuua. 30Kkpema,
BiKe y 3BMYaliniil reMorpami MoskHa BUSBUTH XapaKTepHy /s Ja-
HOTO 3aXBOPIOBAHHS TPOMOOIUTOIEHIIO i, IO Ay’Ke BasKIMBO /IS
JbepEeHIIABHOT IarHOCTUKH, 3MEHIIIEHT PO3MIpH TPOMOOIMTIB
(MPV<5-7 {L), mo no3Bouisic auepeHitiioBaru ii 3 iHIIUMU BU-
JaM¥ TPOMOOITUTOIIEH H, TPU SKUX KOMIIEHCATOPHA BilMOBiIH
KiCTKOBOTO MO3KY XapaKTEePU3YEThCsI MPOAYKILE TPOMOOIUTIB
31€01IBIIOTO BeMKUX PO3MipiB. [Ipu 1bOMY BifiICyTHICTD Bigxu-
JIEHb B ITOKAa3HMKaX iHIINX iMYHOJIOTIYHUX JOCTi[KEHb HE Cy-
[IePeYnTh AiarHo3dy cuaapomy Bickorra—Omnapuua.

IIpu imynoznedinurax Hepigko 3ycrpivaerbest anemis. Bona
Moske OyTH PIBHOTO MOXO/KEHHsI: XPOHiuHa iH(beKlist (30Kkpema,
napsoBipyc B19), cunapom mampaGeopOirii, aBToiMyHHa Te-
MOJIITUYHA aHeMist (HAPUKJIA/, HEPIZIKO CYIPOBOIIKYE 3arajib-
HUil BapiabebHuil imyHOedinuT).

IIpn anmamisi maskiB nepudepiiiHOi KPOBi MOKHA BUSBUTU
He3BUYaAlHI (hOPMU €PUTPOLIUTIB, 10 € XapPaKTEPHOIO 03HAKOIO
acrteHii; Mopdosoriuni aHoMamii HeHTpPOIIPHUX TpaHyJIo-
IIUTIB, TaKi, K HAABHICTH TiraHTCLKUX BaKyoJsell (IIp1 CHHAPOMi
Yepiaka—Xiraci).

Ouinio8ants anmuminoonocepedxo8anozo imynimemy.
JlediuuTut aHTUTIIOYTBOPEHHS 3yCTPIYAIOThCS HAUGIIbIIT 4acTo
(cranoBisate 50-60% B crpykrypi III[). Kpim Toro, mpu
koMbiroBaHuX iMyHOAedirmTax (61m3bko 18—20% B cTpyKTYpi
III/T) Takoxx cyTTeBO cTpaskiaae (DYHKIS aHTUTIIIOYTBOPEHHS.
Tomy Bu3HAueHHST KOHIIEHTPALii OCHOBHUX KJIACiB iMYHOIJIO-
6yainis (IgG, IgA, IgM) B cupoBaTIli KPOBi € CKDUHIHIOBUM Me-
TOJIOM JIOCJI/UKEHHS JUIsl OIiHIOBaHHsT poboth stk T-, Tak i
B-nimdonuris. /l1a kinbkicnoro Busnayenns pisuis kiacis IgG,
IgA, IgM BUKOPHUCTOBYIOTH METO/AN paiaibHOI iMyHOMUMYSIT i
neesomeTpii. Y pasi HeOCTYIHOCTI iMYHOJOTIYHUX METO/IiB
JIOCJIiJIPKEHHST 30HAJIBHUIN eJ1eKTpodopes, 10 BUKOPUCTOBYIOTh
JUIst oliHIoBaHHA GinKoBUX (paKiliil KPOBi, Z03BOJISE OIIOCEPE/]-
KOBAaHO OIIIHUTH piBEHb iMyHorJIo6yJIiHiB Ha OCHOBI TOTO, IIIO
iMyHOTIO0YJIiHN [IepeBaKHO MIirpyioTh y (Gpakiiiio y-riro0yriHiB.

PiBHi iMyHOrJIOOYJIHIB CJIiJI OIHIOBATH 3 ypaXyBaHHSIM
BiKOBMX HODPM, OCKIJIBKM IIi MOKa3HUKHU CYTTEBO 3MiHIOIOTHCS
mpotaroM autuHcrsa. HopmanbnuM BBaxkaeTbes piBeHb iMyHO-
06y TiHIB, 110 3HAXOIUTHCS B MEJKaxX 2 CTaHAAPTHUX BiIXMJIEHD
Bi/l cepenHbOTO 3HAYEHHS [/ JIAHOTO BiKy. Y AiTeil meprimx
MICSIIIB JKUTTSI BAKKO MOKJIAIATUCS HA PiBHI iMyHOJIOOYJIiHIB
U OIIiHIOBaHHI DYHKIN] aHTUTIIOYTBOPEHHS, OCKIJIBKU B ITHP-
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KyJISIil npucyTHi MatepuHcbki anTuTiia. Takox coix mam’sra-
TH, 1[0 KOHIIEHTPAIlisl iMyHOTJI00Y IiHiB BifoOpakae piBeHb aH-
TUTEHHOTO HaBaHTaxkeHH:. Ile osHavae, 110 B IMyHOKOMIIETCHT-
HUX HAIIEHTIB i3 YacCTUMM PENUAMBHUME iH(EKIISIMHU, 1110 PO3-
BUBAIOTHCS BHACIIJIOK CTPYKTYPHHMX aHOMasiil opraniB abo
HaAMIpHOI eKCIO3ULii IaTOreHiB, Mae 6yTI/I BHUCOKa KOHIIEHT-
pattist imyHOTI00Y TiHIB. TOMY 3HUKEHA KOHIIEHTpAIlist IMyHO-
rJI00YJIiHIB y TAIi€HTa 3 YaCTHMK PEIUINBHUME iH(bEKIiaMU
MOKe cBimunT 1po gedekt mpoayKiii antuTin. OniHoBaHHS
pe3yJIbTaTiB JOCJHIPKEHHS TaKOXK YTPY/JHEHE, AKIIO IPOTATOM
Mics1s epez OCTiPKeHHAM IPU3HadaIn IIpenapaT iMyHOTIJIO-
GyJTiHIB 3 METOIO JIIKYBAHHSI.

Curijt Tam’sITaTH, 110 3HVPKEHHS PiBHIB CHPOBATKOBHX IMYHO-T-
J00YJTiHIB MOKYTh OYTH sIK PE3YJIbTATOM 3HIZKEHOI iXHBOT Mpo-
nykuii (TITJ] abo BHACJIIOK iMyHOCYTIPECUBHOI Tepaltii), Tak i pe-
3yJIbTATOM HiABuIeHOI BTpaTu (K IIPU eKCy[IaTHBHII eHTepo-
natii, HehPOTUYHOMY CHHAPOMi) ab0 MiABHIEHOTO KaTaboIi3My
(sax mpukstaz, Mioroniuna auctpodis). OrinoBanis KoHenTpari
CHUPOBATKOBOTO ATBOYMIHY YacTO J0MOMarac B IudepeHIiaabHii
miarnoctuii. I[TarienTu 3 XBopoGam, 110 CYIPOBOKYIOTHCS BTpa-
To10 OlIKa, i, K HACJIOK, Fil‘IOFaMMaI‘JIO6yJIiHeMi€IO, 3BUYAITHO
MalOTh TaKOK 3HIKEHY KOHIIEHTPAIIO aTbOyMiHy, B TOI Yac sK
TAIEHTN 31 3HUKEHOIO MIPO/IYKILED IMYHOITIOOY IiHIB, SIK TTPaBH-
JI0, MAIOTh HOPMAJIBHIHN PiBEHD a/bOYMiHy.

OCKiJIbKY 3HUKEHHSI IPOAYKILii iMyHOITIOOYJIHIB MOJKe CI10-
crepiratucs gx pu AediluTaX aHTUTITOYTBOPEHHS, Tak i Ipu
KOMOGiHOBaHNX iMyHOAeDIUTAX, TO /I YTOUHEHHS JTAaHKN ypa-
SKeHHS HeoOXiiHe BUBHAUCHHS cy6nonyJ1$1L[iI‘/’1 JiMGOIUTIB KPOBi
(T-, B-nmimdomuris, NK-xmitun). JomarkoBumMu MeTomaMu
OIIHIOBAHHS aHTUTIJIOYTBOPEHHSI € NMPOAYKIlis B-simbormramu
iMyHOIJIOOYJIiHIB Y Bi/IIIOBi/ib HA CTUMYJISIIIIFO MiTOT€HAMH, & Ta-
KO y BiftnoBizb na antu-CD40 i nuroxinm.

[30bOBanMil lecheKT TPOAYKIT aHTUTIN CHOCTEPIraeThes
[IPU CIAJIKOBIHH rimoramMMario6y riHeMii, 3arabHOMY Bapiabesib-
HOMY iMyHOMedinmTi, cesektuBHOMY aAedinuTi IgA, medinnTi
cybkuaciB imynorsobysainy G, TpaH3MTOpPHiil rimoramMmarsio-
Gyninemii. B iMyHHOMY craryci narieHtis i3 gedimurom aH-
TUTIIOYTBOPEHHA € AK CIJbHI, XapakTepHi Iad Bciei rpynn
nedinuTiB aHTUTIIOYTBOPEHHSI, TIOPYIIEHHS — 3HUKEHHS KOH-
[[EHTPAaIlii CHPOBATKOBKMX IMYHOTJIOOYJIiHIB, TAaK i BIACTUBI OKpe-
MUM 32aXBOPIOBaHHAM 3MiHN — BificyTHicTh B-kiiTiH y XxBOpHX
Ha X-34erieHy araMMaro0yJIiHeMiio Ta aBTOCOMHO-PELECUBHY
araMMarJIo6yJIiHCMiIO, HOpMaJIbHi abo TiBuIeHi 3nauents IgM
pu rinep-IgM-cuHIPOMi TPU HU3EKOMY PiBHI iMyHOTIO0YTiHIB
inmux kyaciB. TakuMm 4MHOM, 71 KOSKHOI HO30J10TiuHOI (hopMu
nedinuTy aHTUTLIOYTBOPEHHS XapaKTepHi iMyHOJOriYHi Kpu-
Tepii giarrosy. Tounwit giarHo3 Mozke Gy TH BCTAHOBJIEHUT TTiCJIst
JLOCJIIJKeHHA MyTallii TeHiB.

TIpu BUSBJIEHHI He3HAYHOT TiroraMMaryao0yriHemii y jireit
PaHHBOTO BiKY, HU3bKUX PiBHIB cipoBaTKOBOTO IgA abo 1gG, no-
TeHLIIH] AiarHo3u BKJIOYAIOTH ceseKTuBHUN aedinut [gA,
nedirut cybrmacis IgG abo TPaH3UTOPHY MATIOKOBY TillOram-
Marso0ysinemio. 3a BiZICYTHOCTI 3HAYHOTO 3HUKEHHS DPiBHSA
iMyHOTJIO0Y1iHiB, ajle HAsIBHOCTI PENUIMBHUX iH(DEKIIiiT AnXaib-
HUX HUIAXiB, HasgBHOCTI OPOHXOEKTa3iB TOIIO HMOBipHMI
nedinnT cybrmacis IgG abo medinut mpoaykiii crenmpivanx
aurutia. [Manientu 3 gedinurom oanoro i3 cybkiacis 1gG mo-
JKYTb MATH HOPMAIbHUIT a60 GIN3BKUIT 10 HOPMATBHOTO PiBEHb
3araJbHOTO crpoBaTkoBoro IgG.

Haiinpoctimum MeTtojgoM Bu3HavyeHHs crienudiuHux aH-
TUTIJI € OIIHIOBAHHS CIIOHTAHHUX crierrdidHux anTuTija (i3ore-
MarJOTUHIHN — aHTHUTIJIA 10 TTOJTicaxapuaHUX epUTPOIUTAPHUX
aQHTHUTeHiB TPy KpoBi A i B), a Tako:x BU3HAUEHHS aHTUTII 10
nonepeHix iMyHizaniit i indekuiit. Busnauenns izoremarJiio-
TUHIHIB 103BOJIIE OIHUTH 37aTHICTH A0 mpoxaykiii IgM. Ile
IPOCTE JOCJTi/KEHHS IOCTYITHE MaiiKe B yCiX K/IiHiYHNX Jabopa-
Topisix. Y HOpMi y GisbiiocTi giteil crapiie 6 Mic TUTP aHTHTIJ
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JI0 epUTPOIIUTAPHOTO aHTUTeHY A Trepeswuitye 1:8, 10 aHTHTERY
B — 1:4 (BUKJIIOYEHHS CTAaHOBJIATH 0co0U 3 TPYTIOI0 KpoBi AB). ¥
aiteit crapiie 18 Mic TUTp aHTUTIJL 10 €PUTPOLIUTAPHOIO AHTUTE-
Hy A 3Buvaiino nepesuinye 1:16, no antureny B — 1:8. ¥V mireit
nepmux 6 Mic XKUTTS B CHPOBATIli 3BUYAlHO IPUCYTHI Mate-
PUHCBHKI aHTUTiIA 10 €PUTPOLUTAPHUX AHTUTCHIB, AKI HaJIe)KaTh
10 knacy 1gG, mo yTpyaHIOE OIiHIOBaHHS pe3ysbTaTiB. UiTKwil
METOJI JIJIST OIIiHKHM 3/[aTHOCTI JI0 TPO/LYKILiT aHTUTIJ in Vivo 1oJis-
rae B iMmyHizauii namienra (npasuesuii, udrepiiinuit anaTokcu-
HM, TTHEBMOKOK) i BM3HAueHHi Ipe- Ta MocTiMyHisaliifHoro
piBHg anTuTiN. 3parHicTh Bignowizatm Ha imyHizaiiio 1mpo-
JAYKIEI aHTUTI BU3HAYAIOTH 1O 4-KpaTHOMY 1 OGisbure
301JIbIIIEHHIO TUTPY aHTUTIJT Yepe3 3—4 Tux micas iMyHisaiii B
TTOPiBHAHHI i3 BUXiTHUM piBHEM.

TTokazanusiMu Jyist BusHavennst cyOxiacis IgG € nasBHicTb
PENUAMBHUX BAKKUX iH(MEKII y marieHTa i3 ceJeKTUBHUM
nedimutom IgA, moxymenTtoBaHi amomaiii mpomykmii cre-
ivHux anTUTiA (IpU 1IboMY piBenb 3arasbroro IgG moxe Gyt
SK 3HMPKeHNI, Tak i B Meskax HopMn). IIpu oninioBanui orpumMannx
PE3YJILTATIB CJIJI TIPOSIBJAATH 0OEPEKHICTb, OCKIJIbKU KOHIIEHT-
pattist cyOkuiacis IgG MosKe KOJIMBATHCS 3aJI€5KHO Bijl BIKY IUTHHH,
iHTepnperaris aedinuTy cy6maCiB [gG y BizcyTHOCTI TAHUX TIPO
OLIHKY ITPOAYKIii crerudiyHnxX aHTUTIJI € HEOCTOBIPHOIO.

Axio Bei MOKa3HUKK TPOAYKILT aHTUTLJI 3HAXOAATHCS B Me-
’KaX HOPMH, TO HEOOXiZHO IMIYKATH aJbTePHATHBHE TTOSCHEHHS
i perauBHUX iHdekiiit. Ile MoxkyTh Oytu nedinuTu iHmoi
JlaHKK iMyHHOT cucteMu (Taxi, sik gedinuT cucreMu GharouTo-
3y ab0 /ieheKTH CHCTEMH KOMILTIEMEHTY, BPOIJKEHOTO iMyHiTe-
Ty), a TAKOX {HIIN IPUYMHM, He TIOB’3aHi 3 edexTaMu iMyHHOI
cucremu (MyKOBICIIU03, IyKPOBUil aiaber, pecripaTopHuii
aJIepros, aHoMaJlii PO3BUTKY OpPraHiB).

3a HEMOKJIMBOCTI 3'sICyBaHHsI IPUYNHK HEOOXi/HE CIoCTe-
peskeHHs 3a narieHTom B auHamini. Akmo indexuiiinuit cun-
pom 36epiracTbest 260 HapoCTae, HEOOXIAHO TTOBTOPUTH BU3HA-
yeHHs1 piBHIB cupoBartkoBux IgG, IgA, IgM i cy6ruacis 1gG ue-
pe3 1-2 poxu (uepes 6 Mic y BUIAJKY, SKIIO AUTHHA IEPIIOrO
POKY JKUTTSI ), OCKITBKH T1e MOKe Oy TH 1e610TOM iMyHOIebiuTYy.

Hpunyunu oyinroeannsa Kaimunnozo imynimemy. T-1iM-
ot cTaHOBIATH MPUOIUZHO 75% HUPKYJIIOI0YNX JiMdo-
IIUTIB, TOMY 3HaYHE 3HIZKEHHS KimbKkocTi T-mimMdoruTis, sk npa-
BIJIO, TO3HAYAETDHCS HA 3aTaNIbHIl KiJTbKOCTI 1iMbONINTIB B Iepu-
depiiniit kposi (Bixsnavaetbest simdornenis B 3araJbHOMY
anasizi kposi). AGcosmoTHa KibKicTh giMdonntis Menmre 2500
KJITUH B 1 MKJI y IUTHHY IEPIIOTO POKY XKUTTS 3aBXK/IN MA€ Ha-
CTOPOYKUTHU JIKapsl Ha IIpeAMeT HasABHOCTI BPOAYKEHOI0 IMyHO-
nediuTy, OCKiIbKA [T [iTell 1[bOTo BiKy XapaKTepHi BHCOKI
piBHi JimMboruTiB.

Cxpuninrose ouintoBanns (yHKUil kaiTunHOrO iMyHiTETY
MOJKHA 3/IifICHUTH 3a I0TIOMOTOIO TITKiPHIX P00, 110 6a3yeThest
Ha aJIepTillHNX peakIlisgX CHOBITBHEHOTO THITy. AHTUTEHU IS
poBe/ieH s TPod MmiAGUPaoTh Ha OCHOBI HaHuX anamuesy. ITo-
3UTUBHA PeaKllid J03BOJIAEC BUKJIOUUTHU TAKKY HELOCTATHICTb
KJIITHHHOTO iIMyHIiTeTy, HeraTHBHA He € iHhOpPMaTUBHOIO, SKIIO
BiZICYyTHI aHaMHeCTUYHI JJaHi IIPO KOHTAKT 3 aHTUreHaMU, BUKO-
PUCTAaHUMU TIPH TTOCTaHOBIN 1pob. HaiiGinbir mompenu i 1o-
CTYIIHUM y BWIKOHAHHI IMKipHUM TecToM € mpoba MaHnry.
Amneprig B HIKipHUX TeCcTaxX XapaKTepHa /IS atakcii-Teseanriek-
tasii (cunzapom Jlyi—bap), cunapomy Bickorra—Oupuya Toiro.
ITpu mpoBezierHi 1po6 Ha (hoHI iMyHOCYTTPECHBHOI Tepartii MOXK-
JIMBi XUOHOHETATUBHI PE3yJIbTaTH.

Bisbin normnGIeHUME IOCTiKEHHSIME [T BCTAHOBJICHHS
JIiarHO3Y MPH T1i103Pi Ha TOI YK iHITHH THIT KOMOIHOBAHOTO iMY-
HOeDINUTY € BUBHAUEHHSI CyOIONyJIstiiil JiMponuTiB Kposi Ta
ixHboi (DYHKIIOHAIBbHOI aKTUBHOCTI, BU3HAYEHHsI BMicTy dep-
MeHTiB B Jelikorurax (ADA, PNP), xpomocomunit (FISH ne-
stentii 22q11 i 10p11) i MosekyasApHO-TeHeTHYHNUIT anali3.

Ockinbky  TsOKKUE  KoMOiHOBaHUI  iMmyHOZEDIUT €
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HEeBIiJIKJIQ/[HOIO cuTyalli€lo B AUTAYiIN imyHosorii (Bumarae
TEPMIHOBUX 3aXO/IiB IOJI0 TIOYATKY OpraHisaiii TpaHcrianTarii
KiCTKOBOTO MO3KY), TO YTOUHIOBAJIbHI JiarHOCTUYHI Mpoleypu
3a mizo3pu MaioTh OyTu 3ilicHeHi sikomora paniiie. [TokazaHHsI-
MU JUIS HETAiiHOrO0 BU3HAYeHHs CyOHOIyJsiiil JiMboIuTis
KPOBi y HOBOHAPOJPKEHOTO ab0 JAUTUHU TPYHOTO BiKY € 3HAYHE
BHUZKEHHSI KisibKocTi stimdonutis y nepudepiiiniii kposi abo Ha-
SABHICTD ONMOPTYHICTUYHUX iH(MEKIIN PN HETATUBHOMY Pe3yJIb-
tati obcreskenns na BIJI. Busnadenns cyGnomyiisiiit gimdo-
HUTIB KPOBI CJIijl 3AIHCHIOBATH METO/IOM TIPOTOYHOI IIUTODIIIO-
OpoMeTpii 3 BUKOPUCTAaHHAIM MOHOKJIOHATbHNUX aHTUTINI. Ha oc-
HOBi BU3HAYEHHSI OCHOBHUX MOIYJIALIN JiM(MOIUTIB BCi TSXKKi
KoMbGiHOBaHiI iMmyHOmedinuTH PO3NONIIAIOTECS HA IeKiTbKa iMy-
nodenorunis: T-B+NK+, T-B-NK+, T-B+NK-, T-B-NK-. Imy-
HO(MEHOTHUTI TIAI[IEHTA 13 IMOBIPHUM TSKKMM KOMOIHOBAHUM iMYy-
HO/eDIIIUTOM HE TIIbKY J0IIOMAra€ BCTAaHOBUTH JIiarHo3, a i BKa-
3aTH HA TOTEHIIHWI reHHuii gedexr.

Yactrosi T-kuitTunHi gedexkT 3BUUAiHO BasKKO iarHOCTY-
BaTH, BUKOPUCTOBYIOUH JIUIIIE PYTHHHI CKPUHIHTOBI TecTu. AGCo-
JIOTHA KiJIBKICTh JIiM(OIMTIB B 3araJibHOMY aHasi3i KpoBi MOe
3HAXOJUTHUCH B MeKaX HOPMaJIbHUX 3HavyeHb. [l piarnocTuku
napiianpHnx fedexris T-mimMpormTiB BUKOPUCTOBYIOTD Mixpa-
XyHOK cyOmornyJsiiit T- i B-rimdorturis, Busnasentst T-kriTuH-
noro penepryapy TCRa/bi TCRg/d, CD45RA («naiui» T-im-
dormrn), CD45RO («3pimi» T-mimdormrn) i akTUBaIiitHUX
mapkepiB. /[l omninioBannsg (GyHKIIOHAJIBHOI TTOBHOIIHHOCTI
T-guitun Ginpur indopmatuBaumMu € (GYHKIIOHATILHI TECTH:
OIIIHIOBAHHS TIPOJTihepaTUBHOI BiIMOBI/Ii, MTPOMYKIList ITUTOKIHIB
EKCIIPeCiaA MOJIEKYJT Ha TIOBEPXHi IMyHHUX KJIITUH y BiNTOBiAb HA
CTUMYJISILIIO MiTOr€HAMU i aHTUTeHaMU in vitro.

Ouintoeanns azoyumapnoi Qyuxuii. J{ns omiHIOBaHHS
aronurapuoi GyHKIIT TOYaTKOBUMU METO/IaMU € BU3HAUEHHS
KizbrocTi Ta Mopdostorii HeiTpodiabHUX TPaHyJIOIUTIB B 3a-
raabHoMy aHausizi kposi. Ilig uyac orniHloBaHHS 3arajbHOTO
aHaJIi3y KpoBi, K NpaBuio, Tpeba OIHIOBATH HEOAHOKPATHUN
aHaJi3 KpoBi, a GaraToKpaTtHo, 3a MOMKJMBOCTI — BCi, sIKi € 3a
SKUTTS. Baskka HeiTpolieHiss 3ycTpidaeTbes 1IpU BPOKEHOMY
arpaHyJIoNnUTo3i ab0 MUKJIiYHIiT HelTporeHii. Bupaskenuii mep-
cuctuBHuil JiefikoruTos (Giabire 20x10°/1, HaBiTh 3a BincyT-
HoCTi BorHUINA iHdeKIii) nigo3pinuii Ha gedinuT aaresii jgeiiko-
untiB. Crerndivyni Mopdostoriuai o3nakn HeHTPODIIbHIX Tpa-
HYJIOLUTIB I1iJi CBITIIOBUM MiKPOCKOIIOM J0IIOMaraloTh AiarHocry-
Batu cuHzpoM Yeniaka—Xiraci Ta nedinut crenudivanx rpamy.r.

[lonaTtkoBi MeTozn ominoBaHH:A (yHKIIT crcTeMu daronuTo-
3y BKJIIOYAIOTh OKCU/IA3H1 TeCTU, BUSHAYCHIA MOJICKYJI aAresil, Xe-
MOTaKCHUCY, HaroruTapHoi aKTUBHOCTI, OIiHIOBAaHHS aKTUBHOCTI
BHYTPIIIHBOKIITHHHIX (hepMeHTiB (Mi€lonepoKcniasa, IIoKo-
30-6-(hocdar-erigporenasa), GakTepuImAHOI i TPOTUTPUOKOBOT
AKTUBHOCTI, OCJIi/KEHHA KiCTKOBO-MO3KOBOTO ITyHKTAaTY.

CrangiapTHUMU MeTOJIaMH OIiHIOBaHHS (haroiuTapHoi OK-
cupasnoi akruHocti € HCT-rect i aurizpopogaminoBuit Tecr.
Cyrb HCT-rtecty mnosisitac B TOMYy, 10 Oe3KOJIPHUIT peareHT
HITpPOCHHIIl TeTpa3oiil BiHOBIIOEThCS CUHIM (HOPMA3aHOM ITiJ|
BIUIMBOM KUCHEBOTO BUOyXy B Kaituni. Hegomikom Metony € fio-
TO Cy6’€KTHBHiCTb, norpeba B nocBimueHoMy (axiBIii, a TaKoxK
MOKJIMBICTD XUOHOHEraTUBHUX Pe3yJbTaTiB, TOOTO A03BOJISIE
MPOTYCTUTH XPOHIUHY TrpaHyjseMaTo3Hy xBopoOy. Tect 3
aurizpopogaminom (Bypcr-TecT) B gaHuit yac BBajKae€ThCs
HaiiOLIbII TOYHUM JIJISI AIaTHOCTUKY XPOHIYHOI IpaHyJieMaros-
Hoi xBopobu. DaronurapHi KJIITUHU PEAYKYIOTb IUTIAPOPO-
namin (JI'P) mo sickpaBo duryopecriifoounx CIoyK poIaMiny.
CDJHOOpecuiIOqui KJITUHU BUJIJISIIOTHCS 1 iHTEHCUBHICTD (hirioo-
pecLeH1ii Ha KIITUHY OLIHIOIOTH 3a J0IOMOIOIO IIPOTOYHOI 11~
ToMmeTpii. Buxopucranusa auriaipopogamMiHOBOTO TECTy TaKOXK
no3Bossie  imentudixkyBatu HociiB  X-3uemseHoi Gopmu
XPOHIYHOI TPaHyJIeMaTO3HOT XBOPOOU.

BusHaueHHst Mosiekyr ajresii interpunis b2 CD11a/CD18
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(LFA-1 a6o aL./b2) na neiikounrax, CD11b/CD18 (Mac-1 abo
aM/b2) na mienoinnux kiaitunax i CD11¢/CD18 (p150,95 a6o
aX/b2) Ha MieJOTIHUX KT THHAX METOIOM ITPOTOYHOT UTO(IIIO-
opoMeTpii 103BOJIsIE BCTAHOBUTH [iarHo3 AediluTy aaresii ieii-
xorutis (LAD).

3a HEMOKJIMBOCTi BCTAHOBUTH J1iarHO3 BiJlOMOTO CUH/IPOMY
nedexTy haronuTo3y Ha OCHOBI HaBE/IEHWX BWIIE METOIIB He-
006xizHO Gisbir ToUHO Bu3HaunTH (pyHKIOHANBHNUIT KederT. TTi
TECTU BKJIOYAIOTh JOCJII/KEHHA XeMOTaKCUCY, aaresii, mirpauii i
BHYTPIllTHBOKJIITUHHOTO TIepeTpaBjeHHs MikpoopraHiamis. k-
0 Takui (hyHKIIOHATbHII 1e(heKT BAAETHCS BCTAHOBUTH, TO 32
HAsBHOCTI BiNOBiIHOT KJIiHIKM gonycTUMUil Aiarno3 aedinury
aronmTozy HeyTouHeHuit (ToOTO He ieHTHdIKOBAHUH K BiT0-
Ma Ho30J10TiuHa (hopMa), maIieHT moTpebye CIIOCTEPEKEHHSI.

Ouyintosanns Qyukuii cucmemu Komniemenmy e Haje-
JKUTh JI0 OCHOBHUX JIAOOPATOPHUX JIOCIIJIZKEHb, OCKIIBKH Je-
(bekTH crcTEMH KOMILIEMEHTY CTaHOBJISTh BCHOTO OJIM3BKO 2%
Bix ycix ITIJI. Tle gocuipkentst HeoOXiqHe y BUMAAKY, KOJIU Ha-
SIBHI aHaMHECTUYHI i KJIiHi4HI /laHi, 10 MOKYTb CBiTYUTH PO
MOXJIUBHI feDeKT B Iiil yaHmi iMyHiTeTY (IIOBTOPHI BUIIQAKH
MEHIHTOKOKOBOI iH(eKIlii, cenTuiiemii), abo AKINO 3a HASBHOCTI
iHdeKIitHOTO CMHAPOMY iHIIN IMyHOJIOTiUHI TECTH HEe BUSBUII
BiJIXWJIEHD.

CkpuHiHrOBi TecTn BrJouaoTh: BusHadenus CH50 (3a-
rajbHa TeMOJITUYHA KOMIJIEMEHTAapHA aKTHUBHICTb NJIa3MH,
BijloOpakae KIACHYHUN IMIJISIX aKTUBAI] CHCTEMH KOMILJIEMEH-
ty) i AHS50 (BimoOpaskae mopyiieHtsi B aJbTepHATHBHOMY ILJIsI-
Xy akrtuBarii kommiaementy). CH50 gocrymua B Gisbrmocti
KJIHIYHUX J1aboparopiil. Y BUIJKy BUSIBJIEHHS BiJIXUJIEHD Y
CH50 a6o AH50 nokasane BUSHaY€HHsSI KOHI[EHTPAIlii OKPeMUX
komroHeHTiB cuctemu Komiuementy (Clq, C2, C4, C5-C9), a
TaKoX IXHBOI (hyHKIiOHAIBHOI akTUBHOCTL. PiBeHb KOKHOTO
KOMIIOHEHTa MOsKe OyTU BU3HAYEHUI 32 JJOIIOMOrot0 iMmyHodep-
MeHTHOTO aHaunizy, BMicT C3 i C4 B cupoBaTIli BU3HAYAIOTD Ta-
KO METO/IOM pajiiaibHoi imynoanysii. Coi miakpecantu, 1o
el MeToJ| He JI03BOJISIE OLIHUTH (DYHKIIOHAJIbHY aKTUBHICTb
KOMITOHEHTIB KOMILJIEMEHTY.

Haii6isbin iHhopMaTHBHUM MTPHU AIArHOCTHIL HEAOCTATHOCTI
KOMILIEMEHTY OJHOYaCHEe BU3HAYCHHA FeMOJIITUYHOI aKTUBHOCTI
komruieMeHTy i piBuiB C3 i C4.

3a HagBHOCTI B aHaMHe3i emi30iB aHTioeleMH IOKa3aHe
BusHadenus pisast C1-inribitopy, a Takox komnonenta C4 i
yac erni3ojty aHrioefieMu. Y BHUIIQJIKY HOPMAJbHOTO PiBHS KOH-
nentpanii C1-inribitopy B cupoBaTili KpOBi 3a HasgBHOCTI
BIZNIOBIAHOI KJIIHIYHOI KADTUHU MOXKE 6yT14 HeoOXiHiCTh BU3HA-
yenHst hyHKIioHaTbHOT akTuBHOCTI C1-iHriGiTOpY.

MonekynsapHoO-reHeTU4Hi JOCiAKEeHHS

[lna Gimbmocti ITI[T na choroami izenTudikoBami reHeTudHi
nieheKTH, 110 TIPU3BOJISATH /10 OPYIIeHHs (DYHKILIT iMyHHOTO 3aXH-
cry. IlepeBakta GiIbITCTb 3 HUX — MOHOTEHHI 3aXBOPIOBAHHS, [IPU
SKUX MYTaIlisl TeHa 3yMOBJTIOE /IeheKT OJTHOTO 3 KOMITOHEHTIB CHC-
TeMU IMYHITETY i, SIK HACJIi/IOK, — MOPYIIEHH: KOMILJIEKCY B3a€EMO-
[OB’SI3aHUX PeakIlii, HeOOXiHUX UL esiMiHAalii CTOPOHHIX
areHTiB 3 Opra”isMy i pO3BUTKY aJIcKBaTHOI 3allaJIbHOI BifITIOBi/i.
Ha pauuii yac ormicano 67msbko 180 MosekyisipHux edekTis, i
el nepeJsiik MopivHo MOMOBHIOETHCS HOBUMHU HO30JIOTiSIMU.

[l inentudikarii BiioMoro reHeTUIHOTO eeKTy a6o 1151
MOTIYKY HOBUX MYTalliii MPOBOAATH MOJIEKYJISIPHO-T€HEeTUYHi
nocaipkenns. Jleski 3 11X TecTiB 3apa3 € KOMEPLiiiHO J10CTYyI-
HUMH, IeSKi IPOBOAATD JIUIIE Y BUCOKOCHEIiaTi30BaHNX HayKO-
Bux Jlaboparopisix. [nenrudikartist MyTarfiii y KOKHOTO KOHKDeT-
HOTO TAIi€HTa POOUTH MOKJIIMBUM T€HETUYHE KOHCYJIbTYBAHHS
ciM’i [71s1 BU3HAUeHHsT HOcilicTBa IeDeKTHUX TeHiB i peHaTasb-
Hoi miarmoctuku. Ilpn Bimowmiit MmyTarmii y xBoporo uiena cim’i
6io1ICcilo BOPCUH XOpioHA BUKOPHCTOBYIOTH JIJIsl OTPUMAHHS
JITHK mmoza 3 momaabIuM ii JOCTiIyKEHHAM Ha HasBHICTH HaBe-
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nenoi Buie myTartii. Ile moske 6yTI/I 3/ificHeHe Ha paHHIX CTPO-
Kax recrartii.

Orpumana indopmaris 11po anoMasiio IeBHOro TeHa J103B0-
JISIE BCTAHOBUTHU XapakTep yCIaJKyBaHHs (JOMiHAHTHMIL, aBTO-
COMHO-PEIeCUBHMI, 3UeryieHrii 3 X-XpOMOCOMOIO TOIIO), a Ta-
KOK BHSIBUTH HOCIIB i ujeHiB ciMi 3 aTUIOBUMH KIHIYHUMUI
MposBaMu Ta iMyHOJIOTiYHUMEU aHoMautissMu. 11i TexHikM Takox
BUKOPHUCTOBYIOTD JIJIST JIOCJTI/KEHHS 1l HeBU3HAUYCHNX IMyHHIX
nedektiB i 103BoIOTH igeHTrdikyBaTn HOBI iMyHOAedIiNTH.
Kopucaum Moske Oyt 30epeKeHHs] TEHETHMYHOTO MaTepiany
MarienTa Ta 4ieHiB cimM’i, HaBiTh AKIIO ifenTHdiKaIis reHeTny-
HOI aHOMaJIii Ha JaHUIl Yac HeMOJKJIUBA.

[nenTudikaris rereTHUHOTO MehEKTY € BAXKJIUBOIO TAKOX 3
OrJIgly Ha Te, M0 B OCTaHHI POKHM PO3MOYAJNCh aKTHBHI JI0C-
JIJIPKEHHST 11010 MOSKJIMBOCTEN TeHHOT Tepartii.

Po3BuTOoK iMyHOIOTIYHUX JIOCTI/IKEHb TPUBAE, 110 J103BOJISIE
OYiKyBaTH B MallOyTHbOMY Kpaile PO3yMiHHS KOHKPETHHX ac-
1eKTiB iIMyHHOT BiJilIOBi/li i BU3HaYeHHs iMyHHUX J1eeKTiB, dKi
Ha CbOTO/IHI 3aJMIIAI0THCA HEYTOUHEHUMHU.

IHCTpyMeHTanbHi MeToau 00CTeXXeHHS
B piarHocTuui N4

[Tpu I/ incTpyMenTaabHi MeTOM IiarHOCTUKN He € TAKIMH,
1O HiATBEPIKYIOTh AiarHos, ajie B HU3LI BUIIAAKIB MOXKYTb 6yT1/1
KOPUCHUMU TIPU Mi/103pi Ha BPOLKEHUI iMyHOMeDIT abo 10-
TIOMI’KHAMU TIPA JiarHOCTUIL Ta YTOYHEHHI XPOHIYHOI TTaTOJIOTII.

Tak, Ipu CHaaKoBiii rinoramMmario0y TiHeMii HeMa€e SKUX0Ch
crerdiyHIX 3HAXiIOK MPU PAiOTOTIYHOMY obCTeKeHHi, B TOi
camMuii vac BigcyTHiCTh Bigyasizarii ajeHoifHoi TKaHWHU TpU
GiUHOMY PEHTTEHOJIOTIYHOMY 3HIMKY, HANPUKIAI, y AUTHHU 3
XPOHIYHNM CHHYCHATOM, € TTi/I03PiJIOI0 1010 HaABHOCTI B Hel iMy-
HozmedinuTy. BifcyTHicTh 3arpyHMHHOI 3271031 TP PEHTTEHO-
JoriynoMy abo yJIbTPa3ByKOBOMY JIOCJII/IPKEHHI OPraHiB rpyHoi
KJITKN i cepeloCcTiHHA B JUTUHU TPYJAHOIO BiKy CBiYUTH PO
MOKJIMBUIT KoMOinoBanuii imynogedimur. Coig mam’sitatu, 1o
3MEHIIIeHHS 3arpy/IHUHHOI 3271031 MO’KJINBE TaKOXK y iMyHOKOM-
METEHTHOTO XassiiHa MPU BaKKKUX iHMEKIIHHNX 3aXBOPIOBAHHSIX,
cTpecax abo 3arpyAHUHHA 3271032 MOsKe Oy TH aTHIIOBO PO3MIIIIEHA.

AudepeHuianbHa giarHocTUKa

Ocxkimpku 11/ € BigHOCHO pifKiCHMMHN 3aXBOPIOBAHHAMH,
TO MalOTh OyTU PO3LJSHYTI iHII NPUYUHU MOBTOPHUX iH(EK-
IIMHUX emi30/iB.

[Tpu oninroBanHi marienTa 3 mi103poro Ha iMmyHnoedIruT B rep-
Iy 4epry Maioth OyTU BUKJIOYEHI [PUYUHH, 10 HPU3BOSATH JIO
BTOPUHHOTO iMyHOzIeiIuTY. Heo0xiamo nposectu crermdiyni Me-
ToaM OOCTEKEHHs IS TiATBep/sKeHHsT abo Buksodentst BLJT-
indexii, aseprifinux 3axBOPIOBaHb, IYKPOBOIro jiabery, My-
KOBICIIM/I03Y, IEPBUHHOI MiJliapHOi TNCKiHe3ii, eKCy/JaTUBHOI eHTe-
pornarii, a TakoxK 3’sICyBaTH MOKJIUBUIL BIUIUB iMyHOCYTIPECUBHUX
4YNHHUKIB (pajianis, iMynocynpecusHa Tepallis Toio). Asepriiina
PUHOCUHYCOIATisA MOKe 6yTI/I nozgi6Ha 10 CUMIITOMIB iH(peKIiiHo-
ro cunycutry. BoHa CyIpOBOMKYETbCSA HAOPSAKOM, OOCTPYKIIEIO,
HJINIIKOBOIO ITPOALYKILEIO CIU3Y, 1110 CTBOPIOE CIPUATINBI yMOBU
JUI PO3BUTKY GakTepiabHOI cynepindexkiii. Bonrrovyac nedirmri
AHTHUTIJIOYTBOPEHHST MOKYTh CIHIiBICHYBaTH 3 TOAIGHOI0 MaTo-
JIOTI€10, TTOCUJTIOIOUHN Yy TJUBICTD /10 PELUANBHUX iH(DEKILiil.

Taxum uynnom, He3Baxkatoun Ha Te, Mo [1IJ] — piaxicHi 3a-
XBOPIOBaHHSI i HEPIZIKO MOTPeOYIOTH CIIEIialbHIX MeTO/B 00-
CTEXKEHHsI JIUIsE yTOUHeHHs Jiiarnoay, 3amigo3purtu 111 moxxHa 3a
KJiHIYHUMI O3HAaKaMH i3 3aCTOCYBAHHSAM IPOCTUX CKPUHIHTO-
BUX JIaOOPATOPHUX METO/IIB 0OCTEKEHH S, SIKi IOCTYITHI Maiike B
KOKHOMY JiKyBasibHoMy 3akjafi. OTke, 1711 BUABJIEHHS iMyHO-
nedinuTiB HeoOXigHa BUCOKA HACTOPOKEHICTD ycix daxiBIiB,
SKi CTIOCTEePiTaloTh XBOPHUX i3 PENUJINBHUMU Ta HE3BUYAHHUMNI
iHGeKissMy, U1 CBOEYACHOTO HAIIPaBJIEHHS HAa KOHCYJIbTAIIiIo
JI0 INTSAYOTO iMyHOJIOTa.

159



NEONATPUA

JAnarHocTuka nepBrUYHbIX UMMYyHOAEe(PULMUTOB y AeTen
A.B. boHpapeHko

ITepsrunbie ummynogedurmol (IT/T) npeacrasisior coGoii rpymimy
3a00J1eBAHUIA, SIBIIAIONIMXCS PE3YJIBTATOM BPOIKICHHBIX e(HEKTOB NM-
MyHHOIT cuctembr. ITV/T — 00bIYHO OYeHb cepbe3Hble 3a60IeBaHNS, HO
CBOEBPEMEHHO yCTaHOBJICHHBIN [UATHO3 [103BOJIACT HAUATh JIeUCHIE 1
obecrieynTh GOIBLHOMY BBICOKOE KAayeCTBO JKU3HU B TeYeHHe MHOTHX
siet. OcHOBHas poJib B paHHeM BbigBsieHun 11V npunaiexur mep-
BUYHOMY 3BEHY OKa3aHMs MEAMIIMHCKOI ITOMOIIHN, TTOCKOJIBKY BeILy-
M B nogo3pernn Ha [TM]] aBasiorces nannbie anamuesa. [loarsep-
JIATDH IMArHO3 MOKHO TIPU CTIEIUATBHOM 00CIeI0OBAHIN C HCTIOTb30Ba-
HUEeM IMMYHOJIOTHUECKHX, TCHeTUIEeCKUX M MOJIEKYJIIPHBIX METOLO0B
aHasM3a, OJIHAKO MPOCThIE CKPUHUHTOBBIE JTAOOPATOPHBIE TECTHI J10-
CTYIHBI KaXKJIOMY Bpady.

Kmouegvte cnosa: nepsuunviii ummyHooeduyum, duaznocmuxa, demu,
UMMYHOZPAMMA,CKPUNHUHE.

Diagnosis of primary immunodeficiency in children
A.V. Bondarenko

Primary immunodeficiencies (PID) are diseases resulted from congen-
ital immune defects. PID usually are severe diseases, but early diagno-
sis makes it possible to provide appropriate treatment and allows
patients to maintain a high quality of life for many years. The main role
in the early detection of PID belongs to primary medical care physi-
cians as anamnesis is a key to suspect PID. The diagnosis is confirmed
using special immunological, genetic and molecular analysis, but sim-
ple laboratory screening methods are available to each doctor.

Key words: primary immunodeficiency, diagnosis, children, screening,
serum immunoglobulins.
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