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MeToauuHi peKOMEHJaIli [0 MPAKTUYHOTO 3aHATTSA IS CaMOCTIHHOI poOoTH
CTYJICHTIB IIiJT YaC MiATOTOBKH J0 IPAKTUIHOTO 3aHATTS Ta HA 3aHATTI MiATOTyBaja;
acuCTeHT Kadeapu BHyTpiHb0i MeauiHu Ne3 3 grusiatpieto binbko B.B.

MetoanuHi peKkOMeH aaIlii epe3aTBepHKeH1 Ha 3acijanHl kadeIpy BHYTPIIIHbOT
MeauHu Ne3 3
dTusiaTpiero




1. AKTyaJIbHICTH TEMHU.

CriiikicTb A0 1H(eKIiH 00yMOBIIeHA 3aXMCHUMHU MEXaH13MaMH OpPTraHi3My.
[lepra iHiA 3aXUCTY MpeIcTaBICHA MEXaHIYHUMH O0ap’epaMu IIKIPH 1 CIIU30BUX
00010HOK. bap’epHy GyHKIIIIO CITM30BUX 00OJIOHOK JTOMOBHIOE (PYHKITIOHYBaHHS
MUTOTIIUBOTO EITITENi10, 3aXHUCHI BIACTUBOCTI CIMU3Y, JII301UMY, JIAKTO(EPiHY Ta
iHTep(depoHiB. Y BuAaneHH1 MiKpoOiB, II0 MPOHUKIIHN Yepe3 MIKIPY 1 CIU30B1
000JI0HKH, OEpPYTh Y4acTh KOMILJIEMEHT, HEUTpo( K 1 Makpodaru, siKi € Ipyroro
JIHIEI0 3aXUCTY OpraHi3My Bija uyxopijgHoro. [Ipore, roloBHY poJib y CTIMKOCTI J0
1H(pexIii 6epyTh ydyacTb antutina, T- 1 B-mim@ouutu. Tomy Bpomkeni nedextu
CTPYKTYpH 1 QYHKIIIT TIM(OIUTIB HAMOLIBIIT YaCTO MPUBOJIATH TO BAHUKHEHHSI
NEPBUHHUX IMYyHOAe(DIIUTIB. X04Ya NEPBUHHI IMyHOIE(PILIUTH 3yCTPIYAIOTHCS
P1AKO, BUSIBJIEHHS iX MOBUHHO MTPOBOJIUTUCS IHTEHCUBHO, TOMY IO TaKi JITH
MOXYTh OYTH OCEepeIKaMu PO3MOBCIOKEHHS HaP13HOMAHITHIIIKNX 30y IHUKIB Ha
¢dboH1 npurHiueHHs QYHKIT IMyHHOI CUCTEMH.

3aranpHa Mera: BuUBUMTH MEXaHI3MU PO3BUTKY, KIIHIYHI O3HAaKH,
0COOJIMBOCTI IMYHOA1arHOCTUKH, TIJXOIU /10 JIIKyBaHHS NpHUpoakeHux T- 1 B-
3QJIEKHUX  IMYyHOJIE(DIIIUTHUX 3aXBOPIOBAaHb, OOYMOBJICHUX MOPYIICHHSIM
(arouMTapHO1 JIAHKU IMYHITETY 1 e(IIUTOM OUIKIB KOMIUIEMEHTY.

KonkperHi mii:
1. Buznauutucs y cneuudini nposBiB IEPBUHHUX IMyHOE(]IIUTIB.
2. Cxiactu mporpamy oOCTEKEHHS XBOPOTO.
3. 3HailoMCTBO 3 KJIacu(IKaIli€o MEPBUHHUX IMyHOIS(DIIIUTIB.

4. Bu3HauuTH TSAKKICTh KIIHIYHMX TIPOSIBIB 1 HaBUUTUCA JudepeHIlitoBaTH
CUMIITOMATHKY TOTO a00 1HIIIOTO MEPBUHHOTO IMYHOAC(IIUTY.

5. BcTtanoBuTH J11arHo3 1 BUBHAYUTHU HOTO YCKJIQTHEHHSI.
6. XapakTepucTUKa OCHOBHUX BU/IIB IEPBUHHUX IMYHOAE(ILIUTIB.

7. BusHaunTH TaKTUKY JIKYBaHHS 1 TPO(UIAKTUKHA 3aXBOPIOBAHHS 3 YpaxXyBaHHSIM
KJIIHIYHUX TPOSBIB 1 0COOIMBOCTEM mepeoiry.

TeopeTHqu NMUTAHHA 10 IPAKTUYHOI'O 3aHATTSH:

1. IlepBuHHI iMyHOAEPIIUTH, KIacu(iKaIlis,JlarHOCTUKA.



JocnimKkeHHs: TyMOpalibHOTO IMYHITETY .
JlochikeHHs. KIIITUHHOTO IMYHITETY .

3aranbHi NIPUHIUIH JIKyBaHHS IMyHOAC(IIUTIB.
Kniniyai popmu nepBUHHUX IMyHOE(DILIUTIB.
ETionoris, marorenes nepBUHHUX IMyHO1S(ILIUTIB.

N o OoR~WON

KiniHiyHl  nOposiBM, IMYHOJIOTIYHHH  CTaTyC, JIKYBaHHS BPOKCHUX
IMyHOACILUTHIB.

OpienToBHA OCHOBA Jii

IepBunHi iMmyHoaepinuTH — 1€ TOPYLIEHHS B IMyHHIN CUCTEMI, 3 SKUMHU
JII0JIMHA HAPOIKY€EThCs. HailfuacTiie BOHU BUSIBISIOTHCS y TIEPII MICSIIL KUTTS, B
JeSIKUX BUITQJIKaX MEpPIIi MpOsSiBU BUHUKAIOTh Y MUTITKOBOMY Billi, a00, 111e pijiie,
y JOPOCIIHX JTFIOAEH.

XBOpi 3 BAXKKUMU NIEPBUHHUMU IMyHOIe(PIIITUTAMU TOMUPAIOTh, SIK IPaBUJIO,
y nutsiaomy Bitl. [1pu moMipHUX 1 JIETKUX KIITHIYHUX MPOSIBaX MEPBUHHUX
IMyHOI€(PIIIUTIB XBOP1 MOXKYTh JIOCSATATH IOPOCIOTo BiKy. Pa3zoMm 3 TuM,
MPAKTUYHO y BCIX BUIAJKaX NEPBUHHOIO IMyHOAE(DILUTY TPOTrHO3 ECPUSITIUBHIMA.

Takum yuHOM, IEPBUHHI IMYHOAE(DIIUTU — 1€ TOPYIICHHS, OB’ s3aHi 3
TeHETHYHUMH JIe(DEKTaMU B PO3BUTKY IMYHHOI CUCTEMH, SIK1 PaHO YU Mi3HO
MPU3BOIATE A0 TUX a00 1HIIUX KIIHIYHUX MTPOSBIB.

Kaacudikauiss nepBuHHUX iMyHOAeQIUMUTIB
[. Jediuut rymopanbHOro iMyHITETY:

1. 3ueniena 3 X-XpoMOCOMOIO aramma- (rinoramMmma-) riiooyaiHeMis
(cunapom bpyTtona).

2. 3aranbHuii BapiaOenbHUN IMyHOAe(PIUT (3arajibHa BapiaOenbHa
rinorammarjo-0ysaiHemis).

3. Tpan3uTopHa rinoraMmarjaoOyiHeMis y ited (MoBUIbHUN
IMYHOJIOT1YHHIA CTaPT).

4. CeneKkTUBHUN AePIUT IMyHOTIO0YIHIB (AHUCraMMarioOyiHeMis).
II. Jediuut KIITUHHOI JAHKW IMYHITETY:

1. Cunapom i JIxxopaxi (rimno-, aniasist TAMYCY).



2. XpOHIYHUI CITU30BO-IIKIPHUN KaHAUIO3.

II1. Kom6inoBani T- 1 B-imyHonedinuTu:

1. Baxxkuii koMOiHOBaHUN IMyHOIE(DIITUT:

a) X-34eIICHUH;

0) aBTOCOMHO-PEIICCUBHUM.

2. Atakcis — teneanriextasis (cunapom Jlyi-bap).
3. Cunapom Bickorra-Onppiya.

4. ImyHOmePIIUT 3 MIJBUIIIEHUM PiBHEM IMyHOTJIO0YIiHY M (3uerieHuit 3
X-XpOMOCOMOIO).

5. IMyHOACDIUT 3 KAPIUKOBICTIO.
IV. dedinut cucremu ¢aronuris:

1. XpoHI14HMI1 TpaHyIeMaTo3.
2. Cunnpom Yeniaka-CteriHOpinka-Xiraci.

3. Cunapowm rinepimyHornooymaiHemii E (cunapom [[xxo06a).
4. Jlepiuut excripecii MOJIEKYJT aaresii.
V. JlehiuT cCUCTEMU KOMIIJIEMEHTY.

1. Ypomxkenuii aHTIOHEBPOTUYHUI HAOPSIK.

JiarHocTHKAa NePBUHHMUX iMyHO1e(PiuNTIB

30uparoTh aHaMHE3 1 TPOBOATH (i3uKanbHe AochipkeHHs. [le mo3Bomsie
MPUITYCTUTH, SIKA JIAHKA IMYHITETY TIEPEBaKHO YpaKeHa, 1 3aIlaHyBaTH
nabopatopHi JociipkeHHs . Di3UKaIbHE TOCTIKEHHS 1y’KEe BaKIIMBE JJI OLIHKU
e(deKTUBHOCTI JIIKyBaHHS iMyHoaeiuuTiB. [lepBuHHI iIMyHOIEPIIUTH 3a3BUYA
YPOJDKEHI 1 BUSBIIIOTHCS HA TIEPIIOMY POIIi )KUTTS.

JLlocJIiIZKeHHS TYMOPAJILHOTO iMyHITETYy

Busnauennss umcna B-mimdonutiB.  Busnauenns B-mimdornuTie  3a
JIOIOMOTOI0 ~ MPOTOYHOI  HUTOQIIOOPUMETPIi  3aCHOBAHE HA  BUSIBJICHHI
IMyHOT100YJIiHIB, 10 (ikcoBaHl Ha moBepxHi kmituH, CD19 1 CD20. V nireit



cTapuoro Biky 1 gopociux B-mimdoumtu cknagaiots 10-20% ycix miM@ouuriB
KpOBI, Y JITel MOJIOJIIOTO BIKY iX OlIbIIIE.

Busznauennst tutpy antutii. [Ipu migo3pi Ha HEAOCTATHICTH T'yMOPAIbLHOTO
IMYHITETY OIIHIOIOTH TUTP AHTUTUI A0 OUIKOBUX 1 MOJIiCaXxapuIHUX AHTUTECHIB.
3a3Buuail iX BH3HAYAIOTH IMICIS BaKIWHAIT a00 1H(EKIl. AHTUTIIA 10 O1TKOBUX
aHTUTEHIB. Y OUIBINOCTI BHMAAKIB AOCHIKYIOTh IgG mo mudrepiitHoro i
MPaBIIEBOTO AHATOKCHUHIB J10 1 Yepe3 2-4 TvkHi micis BakiuHaiii AK/IT ado AII.
Ockinbku Maibke Bci gopocmi BakuuHoBaHi AKJIII, piBeHb aHTUTII micis
peBakIMHAINT CIyXUTh IIOKa3HUKOM BTOPMHHOI 1MyHHOI BiamoBiai. MoykHa
BU3HAYUTH TaKOXX aHTUTLIA 10 aHTureHy PRP micis BBeneHHsS BakIMHU MPOTU
Haemophilus influenzae tuny B. Xoua nuM aHTUreHOM € Tmonicaxapui, y
KOH FOTOBaH1{ BaKIIMHI BiH i€ SIK O1TKOBUI aHTUTEH. [HO/I JOCIIIKYIOTh aHTUTLIA
micas  IMyHi3alli  1HAKTMBOBAaHOK  BAKUMHOK  HPOTH  MOJIOMIENITY 1
PEKOMOIHAHTHOIO BaKIMHOIO mpoTu renatuty B. Ilpu mino3pi Ha imyHOAedIiLUT
JKUB1 BIPYCHI BaKIIMHU MPOTUIOKA3aHl. AHTUTLIA 10 TIOJIICAaXapUIHUX aHTUTECHIB.
Jns OIIHKKM TyMOpalbHOI IMYHHOI BIJMOBiAI Ha ToOJicaXxapujHI aHTUTEHU
3aCTOCOBYIOTbCS MHEBMOKOKOBAa 1 MEHIHTOKOKOBA BAaKI[MHU, IO HE MICTITh
O1IKOBUX HOC11B. TUTp aHTUTLI BU3HAYAIOTH /10 1 uepe3 3-4 THKHI MicJis BaKIMHAIT].
VYV  Heskux JOCHITHULBKUX J1Ia0opaTopiix 3 IIE0 METOI0 BUKOPUCTOBYIOTH
HEKOH 10roBany BakiuHy npotd Haemophilus influenzae tumy B. PesynpraTn
OLIHIOIOTh 3 YPaxXyBaHHM BIKY XBOpOro. Tak, y 1iTeil, MOJIOAIIUX 3a 2 pOKH IMyHHA
BIJIMOBIIb HA TIOJTICAXapHJIHI aHTUTEHHU cJIa0Ka, y JeIKUX JITed BOHA 3aIUIIAETHCS
TaKOI aX J0 5 POKIB. Y 3B 43Ky 3 IIUM 3aCTOCYBaHHS MOJIICAXapPUIHUX BaKIUH Y
JITeH MOJIOJIIOTO BIKY HEIOIIJIbHE 1 HaBITh INMPOTHIIOKA3aHEe, OCKIIbKH MOXKE
MPU3BECTH /10 IMYHOJOTIYHOI TOJIEPAHTHOCTI 1 HEe(EKTUBHOCTI pEBaKIMHALIT Y
OUIBIII CTAPIIOMY BIIll.

OriHka TEpPBUHHOI 1 BTOPUHHOI TYMOpPaJIbHOI IMYHHOI BigmoBimi. Jls
BHU3HAYCHHS KJIIPEHCY aHTUreHa, piBHA IgM (mipu mepBHHHIN IMYHHIN BIAMOBIIL) 1
IgG (npu BTOpWHHINA IMYHHIN BiANOBIJI) SIK OUIKOBHIM aHTUT€H BUKOPUCTOBYIOThH
OaxTtepiodar dixi 174 — OakTepiitHuii Bipyc, O€3MeUHUIN 115 JTFOUHU.

J1J1s1 OLIIHKY EPBUHHOI T'yMOPaJIbHOI IMYHHOT BIJMIOBI/I1 3aCTOCOBYIOTH TAKOXK
reMOILIIaHUH YePEBOHOTUX MOJIOCKIB, PEKOMOIHAHTHY BaKLMHY MPOTU renatuty B,
MOHOMIpHHMI (pyareniH, BakKUMHY NPOTH KiimoBoro exuedamity. IIpupogHi
aHTUTUIa (130TeMarfMiOTHHIHM, aHTUTIIa 10 crpentoiaiduHy O, rerepodiibHi
aHTUTLIA, HAMPUKIAJ aHTUTIIA JO0 E€PUTPOLUTIB OapaHa) y HOpPMI MPUCYTHI Y
CHUPOBATIII Maibke BCiX Jrojiel. Lle mosSCHIOEThCS THM, 110 aHTUTCHH, TIPOTH SIKUX



HaIpaBJICH] 111 aHTUTLIA, YK€ TOIIUPEH1 1 MICTATHCS Yy XapyOBUX MPOIYKTaX,
BJINXYBAaHMX YACTUHKAX, MIKpO(JIOp1 AUXATBHUX IIJISAXIB.

Busnauenns migknacie IgG. SIkmio npu peuuauByrOUHMX OakTeplajabHUX
1HEeKIIAX TUXaTbHUX IUISIX1B 3arajipHuil piBeHb [gG y HopMi a00 TpOXH 3HUKECHUH,
a00 BUSIBIISETHCS 130p0BaHui AedinuT [gA, moka3zane Bu3HadeHHs migkiaciB [gG.
[Tpu ibomy Moxxna BusiButu aepinut [gG2 (IgG2 cknanae 6mu3bko 20% IgG), sxuit
MOke OyTH 130Jb0BaHUM abo0 moeaHyBaTucs 3 aedinutom IgA abo IgG4. Cain
nam’siTaTd, o0 (PyHKIIOHAJIbHA OIlIHKA T'yMOPaJIbHOI IMYHHOI BIAMOBIIAI — OLIBII
iHQOpMaTUBHUN METOM JOCIHIKCHHS, HDK KUIbKICHEe BH3HadeHHs minkiaciB IgG.
Tak, npu HOpManbHOMY piBHI IgG2 yacTo OyBae 3HMKEHUN PIBEHb aHTUTUI 10
noJjricaxapuJIHUX aHTUTEHIB Streptococcus pneumoniae. PazoM 3 mum, MOXKIUBUIMA
npupomkennii  gepiuut IgG2, oOyMOBIEHHII TOPYIIEHHSM CHHTE3y BaKKHX
JIQHITIOTIB, Y BIZICYTHICTD SIKUX-HEOY b KJITHIYHUX MPOSBIB IMyHOJCDILIUTY.

Busnauennss IgA. I[3ompoBanuii  gediuutr cekperopHoro IgA mpu
HOpMaJIbHOMY piBHI IgA y cHpoBaTll 3ycTpid4aeTrbcsl piako. Sk mpaBuio,
CIOCTEPITAEThCS OJAHOYACHUM Je(ILUT CEKPETOPHOIO 1 CHUpPOBATKOBOro IgA.
[3omboBanuit nedinmur [gA KIIHIYHO HE BHSBISETHCA ab0 CYNMPOBOIKYETHCA
JIETKUMU 1H(EKIIAMH BEPXHIX AUXaTbHUX HUIAXiB. [le 00yMoBIeHO TUM, 10 MpHU
nedinuti [gA KoMmIieHcaTOpHO MiABUINYEThCs piBeHb IgG y cupoBatii ta IgM y
CEKpeTi cIM30BUX 000JIOHOK. PiBeHb IgA BUMIPIOIOTH y CIIbO31, CIMHI Ta 1HIIHUX
OilonoriuHux piauHax. IcHye nBa miaknacu IgA — IgAl 1 IgA2. V kpoBi Ta cekperi
TuXalbHUX NUIAX1B iepeBakae [gA 1, y cekperax KT — IgA2.

Cunte3 imMyHOrnoOymiHiB in vitro. lle gocmimkeHHs 103BOJISE€ OLIHUTH
Bupobsennsa IgM, IgG 1 IgA crumymorounmu B-mimdponuramu. 3winryrouu
00poOneHi pi3HUMHU cTUMYyJIiTopamMu T- 1 B-nmimMpo1uT 310poBUX 1 XBOPUX, MOMKHA
oinutu Qyskuiro T-xennepiB 1 B-mimdouuTie. ¥V O11bI0CTI BUMIAAKIB AedIIUT
aHTUTLT OOYMOBIIGHUW TOpyHIeHHSM audepeHIitoBadis B-mimdonurtie  y
MJIa3MaTUYHI KIIITHHHU.

bionciro miMdoBy3niB mpu migo3pi HA TMEPBUHHUMA IMyHOAS(DIIUT, SK
paBujIo, HE MPOBOAATh. BoHa moka3aHa nuiie B THX BHUMAIKaX, KOJM JIarHO3
HESACHUNM 1 y XBOpOro 30uTbIeH] JiM(OBY3IH, M0 BUMAara€ BUKJIIOYCHHS
reMo0J1acTo3sy.



JoctiKkeHHs KIITHHHOTO iMyHITETYy

JlocmDKeHHST TOBEpPXHEBUX  aHTUTeHIB  T-mimdouurtie. BusHadeHHs
MOBEPXHEBUX  aHTUreHiB  T-mm@onuTiB  3a  JOMOMOrOW  MPOTOYHOI
UTODIIIOOPIMETPIT  JO3BOJIIE BUBUMUTH 1X J03piBaHHS, Ju]epeHIlitoBaHHS 1
aKTHUBALIIO.

Crumymsiiiis - T-mimdorutie  in - vitro.  IlopymieHHss  go3piBaHHS 1
mudepenuiroBadds  T-nmiM@ouuTiB npu  iMyHoAe(dIUIUTaX 3 HEIOCTATHICTIO
KIITUHHOTO 1IMYHITETY BiOyBalOThCS Ha PI3HUX PIBHIAX. Tak, MpPH BaXKOMY
KOMOIHOBaHOMY IMyHOAE€(PIIUTI MOPYIIy€eThCs 03piBaHHA T-1iMQOLHUTIB y TUMYCI,
110 BUSBIIETHCS BIJACYTHICTIO Ha moBepxH1 T-mMdouutiB anturena CD2. Ilpu
IIbOMY 3aXBOPIOBaHHI TaK0X MOXUHBI BicyTHICTs CD3, CD4 1 ne3matHicTh T-
TM(OIUTIB CHUHTE3YBaTH LUTOKIHU. [lpu cuHapomi Tonux HTiMEGOIUTIB Ha
MeMOpani aktuBoBaHuX T-miMmdouutiB BiacyTHi anturenn MHC knacy I1. [lpu
cunapomi Bickorra-Onapiua moHmxkeHa excropecis anturena CD43, mo Oepe
y4yacTb B akTtuBauli T-mmM@oumtiB. Baxki iMyHOmepIUTH 3 HEIOCTATHICTIO
KJIITUHHOTO IMYHITETY CYIPOBOJIKYIOTHCS BHpPaXEHUM MNOpylieHHsAM ¢yHkii T-
TiM@OIUTIB, Xoua aOCOJIIOTHE 1 BIJHOCHE YHCJIO IMX KIITHH MOXe OyTu
HOpPMAaJIbHHM.

Peakuis G6nactrpanchopmanii gimdouutie (PBTJI). Ilix gieto miToreHis,
AQHTUTEHIB 1 AJOTeHHMX KIITHH B-mimMdouutH, sKi TOKOSATHCS, aKTUBYIOTHCS,
MEePETBOPIOIOTHCS HAa OJACTHI KIITHHU 1 TMOYMHAIOTH JiauTucsa. CroHTaHHa
npodideparttis aimponuTis (Omactrpancdopmaiiisi) OyBae MiaBUIIEHA Y XBOPHUX, IO
nepeHecan  OaraTokpaTHl TEpeMBaHHA KpPOBl, XBOPHUX  aJEPTIYHUMH 1
aBTOIMyHHUMH 3aXBOPIOBAaHHSAMM, NpHU OakTepiadbHUX 1 BIPYCHHMX I1HQEKIAX, a
TaKOX y HOBOHAPOIKEHUX.

3Mmilany KyabTypy JIM(OIHUTIB 3aCTOCOBYIOTH JUIS OIIIHKK 3/aTHOCTI T-
aim@ornuTiB po3nizHaBatu anTurenu HLA anorennux B-aiM(ouuTiB 1 MOHOIUTIB.
CrumMyroroul KIITUHU (aioreHHi B-miM@ouutr) 1HaKTUBYIOTh OMPOMIHIOBAHHIM
abo miTominuHOM. Peaxiiist 1iM(OUKTIB XBOPOrO OI[IHIOETHCS 32 BKIIOUEHHSIM Yy
JAHK miueHoro TuMianHy.

bioximiuni npocmimpkenHs. [lpu mimo3pi Ha KOMOIHOBaHY HEIOCTATHICTH
I'YMOpPaJIbHOTO 1 KJIITUHHOTO IMYHITETY BU3HAYaIOTh aKTUBHICTh
aJicHO3MHAe3aMIHa3u 1 mypiHHykieosundochopinazu  (O0epytb ydactb y
Merabomizmi  Hykieo3unaiB). Ilpu  arakcii-reneaHrioekTasii Maibke 3aBXIU



MIJBUIIICHUH  piBeHb  aib(da-GpeTonpoTreiHy B  CHpPOBATI, M0 JIO3BOJISE
nudepeHIiioBaTH 1€ 3aXBOPIOBAHHS 3 IHIIUMHU HEPBOBUMHU XBopobOamu. Jlo
PIAKICHUX MeTabOMuYHUX MOPYIIeHb, IO CYIPOBOKYIOTHCS HEIOCTATHICTIO
KIITUHHOTO IMYHITETY, BIJIHOCSITBHCSI OpOTOBa amuaypis 1 OlOTHH-3aleKHA
HEJIOCTAaTHICTh KapOOKCHJIa3W (BHUSIBIISIETBCS aAJIOMEIIEI0 1 HEBPOJOTTYHUMU
nopymeHHsmu). Ilpu HemocTaTHOCTI TpaHckoOanaminy Il (Oepe y4acts y
TpaHCIOPTi BiTaminy B12) ypakaroTbcsi TKAHUHH, 110 IBUIKO OHOBIIOIOTHCS, TOMY
JUISL IIbOTO 3aXBOPIOBAHHS XapaKTEPHI HEIOCTaTHICTh TyMOPAJIBHOTO IMYHITETY,
MOPYIICHHSI KPOBOTBOPEHHS (aHEMis, TPOMOOITUTOTICHIs), TPOHOC 1 BiJICTABaHHS Y
PO3BUTKY.

['eneTnuH1 pochikeHHd. Y XBOPHUX 3 BaXKOI HEJOCTATHICTIO KIIITHHHOTO
IMYHITETY MOJIMBUN XMMEpPU3M (ICHYBAHHS KJIITUH PI3HUX F€HOTHIIB B OJTHOMY
opraHi3mi). BiH BUHUMKae MpU MOMaJaHHI MAaTEPUHCHKUX KIITHH KPOB1 Y KpOB
IOy, TIE€pEIMBAaHHI KOMIIOHEHTIB KpOBI 1 TpaHCIUIAHTalli KICTKOBOI'O MO3KY.
SIKI10 y KpOB1 XBOPOT'O MICTATHCS KIIITUHH JIFOJUHU MPOTUIICKHOI CTaTl, XUMEPU3M
JIETKO BUSIBUTH, BUSIBUBIIIM KJIITHHH 3 )KIHOYHMM 1 YOJIOBIYUM KapioTHUNaMu. Y PeIlTi
BUIIAKIB IIPOBOJATH TUITYBaHHS KJIITHUH KpoBi xBoporo 3a HLA. Ile gociimkeHHs
TaKOX JI03BOJIsI€ BUABUTH BiACYTHICTh aHTUreH1B HLA kiacy Il Ha aktuBoBanux T-
JiMdonuTax mpyu CUHIAPOMI FOJIUX JIIMQOIIUTIB.

bioricist TuMycy pOBOIUTECS y Pl BUMAAKIB JUIsl TIATBEPKEHHS JTIarHO3Y
BAXKKOr0 KOMOIHOBaHOro imyHoaediuuty. Ilpm HemocTaTHOCTI KIIITUHHOTO
IMYHITETY B TUMYCI BH3HAYalOTbCS CKYIMUYEHHS PETUKYJIOEHITENalbHUX KIITHH,
BIJICYTHICTB Ti1elb ["accaiis 1 4iTKOT MeX1 MK KIpKOBOIO 1 MO3KOBOIO PEYOBUHOIO,
pi3Ke 3HMKEHHS YMCJIa TUMOLIUTIB.

biomncis nim¢poBy3nis. [Ipu HeTOCTATHOCTI KIITUHHOTO IMYHITETY y OlonTari
JTiMGOBY3/Ia BUSABISAETHCS CIYCTOIIEHHS MapaKOPTHKAIBbHOI 30HH. Yepe3 pHU3UK
nonaaanHs 1HQeKIii yepe3 paHy 1 yCKIagHEHb aHecTe3li Oiornciro JiMQoBYy3IiB
MPOBOJIATH TIIBKM Yy TOMY BHUIIQJKY, KOJH 1HINI JaOOpPaTOpPHI JOCHTIPKEHHS HE
JTIO3BOJISIFOTH MMIITBEPIUTH J11arHO3.

HocmimxenHs: ¢Garouuro3y MOKa3aHe MPU XPOHIYHUX 1 PEHUIUBYIOUYUX
OakTepiabHUX 1HQEKINAX, SKIO0 JOCIIIKEHHS TyMOPaIbHOTO 1 KIITHHHOTO
IMYHITETY HE BUSIBUJIO BIIXWICHB BiJl HOpMU. HemocTaTHICTh aronuTiB Mmoxe OyTu
0oOyMOBJICHa TMOPYIICHHSM Mirpaiii, XeMOTaKCucy, ajare3ii ¢aromuTiB, a TaKOXK
MOpPYIICHHSAM BjacHe ¢aronuro3y. KpiM Toro, HeaoCTaTHICTh (haroIiuTiB MOXKE
OyTn 00ymoBIIeHa 1e(IIIMTOM ONCOHIHIB (AHTUTLI 1 KOMIUIEMEHTY) 1 MOPYIIEHHAM
MeTabo13My (parouTis.



3arajibHi NPUHUIMIIY JIKyBaHHS IMYHOAe(inuTiB

XBopi 3 iMyHOAehIIMTAMH BUMAaraloTh OCOOJIMBOI YBarv 1 moTpeOyroTh HE
TUIBKA TIOCTIMHOI MEIWYHOI JOIIOMOTH, aJi¢ 1 IICHMXOJIOTIYHOI 1 COIllaJIbHOI
niaTpuMku. Jlieta. 3a BiICyTHOCTI CHHIPOMY MOPYIIEHOTO BCMOKTYBaHHS JIi€Ta HE
noTpiOHA. 32 HABHOCTI IUTYHKOBO-KHUIIIKOBHUX MOPYIIIEHh HEOOX1THA KOHCYJIbTAIls
nietomora. Jlieta TOBMHHA 3aM0BOJIBHATH TOTpeOy B Oinkax, BiTaMiHax 1
MIKpoeJieMeHTax 1 OyTH JOCUTh KaJIOpiHOIO0 i 3a0e3MeueHHs] HOPMaJIbHOTO
3pOCTaHHs 1 pO3BUTKY. HepocrtaTHe xapdyBaHHS Npu IMyHOACHIIHUTI MOXKE
MPU3BECTH JI0 Il OUIBIIOr0 MpUTHIYeHHs iMyHITeTy. Ilpodinakrtuka iHeKIin
MOKa3aHa BCIM XBOpUM 3 IMyHoAediIMTaMH, OCOOJHUBO TMPU  BAKKOMY
KOMOIHOBaHOMY iMyHonedinuTi. IloBHA 130JsIg TPyAHHX [ITEd 3 BaXKKUM
KOMOIHOBAaHUM IMYHOAE(PIIUTOM 1 YTPUMaAHHS iX B CTEPHJIBHUX OOKCax J03BOJISE
YCYHYTH KOHTakT 3 MikpoOamu. HemoBHa 130iisiiiss MeHII €(DEKTUBHA, OCKUIbKU
BaXKl 1HQEKIIT npu iMyHOAe(DIUUTAX BUKIMKAIOTh HABITH HEMATOTE€HHI [JIS
3I0POBUX JIIOZIEH MikpoopraHisMu. JIis 3HUWKEHHS pPU3UKY 1H(IKYBaHHS Yy
JIOMAIIIHIX YMOBaX HEOOX1AHO, 00 XBOPUIL CIlaB B OKPEMOMY JIIKKY, MaB BJIacHY
KIMHATy, YHUKAB KOHTaKTy 3 1H(MEKI[IHHUMU XBOPUMH, OCOOJIUBO SIKIIO 1HGEKIIIs
BUKJIMKaHA BipycaMmH MpocToro repmecy abo varicella-zoster. 3amicHa Tepamis
IMyHOTJI00YyJIIHAMHM  JI03BOJIIE BECTHM HOpPMAJIbHE JKUTTA OaraTbOM XBOPUM 3
HEJIOCTATHICTIO T'YMOPAJIBHOTO IMYHITETY. baTbkaM XBOpOi AMTHUHH MOSICHIOIOTb, 1110
BOHA HE MOTpedye HAJAMIPHOI OMiKK, HE MOBUHHA YHUKATH MPOTYJISTHOK Ha CBIXKOMY
MOBITP1, MOXE TPATH 3 IHITUMHU JITbMH 1 BIIBITYBATH AUTAY1 JOMIKIIBHI YCTAaHOBH 1
IKOJITY .

Kuainiuni ¢gopmu nepBuHHNX iMyHOAepIIMTIB

Cnaoxkosa cinocammaznooyninemisa (CITT) Xeopoba bpymona
(wudp MKX-10 D80.0)

Cneundiuniit nedext. Biacytnicts B-kniTuH, HU3bKI piBHI Beix Ig. edekr
[UTOIIJIA3MaTUYHOT TIPO3UHKIHA3U (POAMHA SCr) — TPAHCAYKTOpA CUTHAIY JI0 sipa
B-xmituHM s Mloro akTuBalli 1 MEPETBOPEHHS Y IUIa3MaTU4YHY KIITHHY.
Jlokamizanis nedexry B xpomocomi Xq 21.3 — 22(b+k). X-3uemiena dpopma.

Kiiniuai  oco0auBoCTI. XapaKTepus3yeTbCsl PEUUIUBYIOUYMMHU THIMHUMU
1HQEKIIHHIMHA 3aXBOPIOBAHHIMU JIeTeHb (ITHEBMOHIs, XPOHIYHUN OpOHXIT),
MPUHOCOBUX Ma3yX (CHHYCHTH), CEPEIHBOIO ByXa (OTUTH), IEHTPAIbHOI HEPBOBOI
cucTteMu (MEHIHTITH), KUIICYHHKA (€HTEPHUTH, KOJIT), oued (KOH IOHKTHUBITH),



mikipu (mojepMisi), JiMdoBy3miB (J1iMboanaeHiTH), sIKI BUKJIMKaHI Streptococcus,
Haemophilus, Staphylococcus, Pseudomonas Tta in. CTIWKICTE 70 BIPYCHHX
iHpekui y 1uioMy 30epekeHa, Xoya 3yCTPIYAlOThCS BUMAIAKUA BaXKUX
CHTEPOBIPYCHUX MOJIPATUKYIOHEBPHUTIB 1 MOCTBAKIIMHAILHOTO TOJMIOMIeENITy. Jms
xBopux 3 CI'TT € TunoBum# rinoruiasis migHeOIHHUX MUTJAIHKIB 1 TepUdEepUIHUX
JiMQOBY3JiB, BIJACTaBaHHSA y (PI3MUHOMY PO3BUTKY, apTPUTH, arpaHyJIOIUTO3.
3axBOpIOBaHHS, SK MPABUJIO, PO3MOYMHAETHCA HA 5-9-My MicAlll JKUTTS, KOJH
MaTepuHChbkuii [gG mpunuHsAE 3axXWIaTH OpraHi3M JUTHHU. 3aXBOPIOBAHHS
syctpivaerbes pigko (1:50 000), Mae periecCuBHUN TUTT yCTIaAKyBaHHS, 3USTJICHUH 3
X-XpOMOCOMOTIO.

XBOPIIOTh TUIBKH XJIOMMYUKH; IpU 300pi CIMEHHOTO aHAMHE3Y JyKE BaXKJIHBO
YTOYHUTH, YA HE OYyJIO MOJAIOHUX 3aXBOPIOBaHb y MPEACTABHUKIB YOJOBIYOI JIHII.
[TepeOir 3aXxBOpIOBaHHS Ba)KKUM, 3 YACTUMHU PELIUIUBAMHU.

BaxnuBuid AlarHOCTUYHUI cUMOTOM — JiMQaTU4HI BY3/H, Cele31HKa,
NEYIHKA HE pearyroTh 30UIbIICHHAM Ha 3analbHUIl nponec. MOXIMBUN pO3BUTOK
apTpuTy MiiBoro mnepe6iry, 210 amepriuHux peakuiii Ha aHTHUOIOTHMKH, MOBOJI
MPOTPECYIOUNX HEBPOJIOTIYHMX 3aXBOPIOBaHb, 3JIOAKICHOI JiMbomu. [lpu
IMYHOJIOTTYHOMY JOCTIPKEHH] (MIHIMYM JIBOKPAaTHOMY) BUSIBIISIIOTH: YK€ HU3BKI
piBHi Bcix kiaciB Ig (G, M, A, D 1 E), cupoBatkoBa konuenTpaiis 1gG <200 mr/m,
IgA, IgM <20 mr/nm; BiICYTHICTh HUPKYIIOI0YUX B-nmiMdonuTis.

3acanvha sapiabenvua imynna Heoocmamuicmo (3BIH, 3azcanvha

gapiabenvra 2inocammazinobyninemis) (wupp MKX-10 D83.0)

3BIH — nepBunHHMIT iIMyHOAEDIIUTHUN CTaH, IO BUIBJISETHCS B 0CIO Oyab-
KO CTaTi MOBTOPHUMHU OakTepiiHUMHU 1H(EKIISIMH, JIabopaTOpHA 1arHOCTHKA
SKOTO TPYHTY€EThCS Ha BUSIBJICHH1 (MIHIMYM JIBOKPaTHOMY) CyMapHOi CHpOBaTKOBOI
koHneHtpartii 1gG, IgA, IgM < 300 mr/m1. 3axBoproBaHHS MOKE BUHUKATH B Oy 1b-
SKOMY Billl, X04a y JiTeil HailuacTiiie MaHi(ecTye y paHHbOMY BIlli.

ITo cyti, 3BIH € Bapiant cnaakoBoi rimorammarioOyminemii (D80.0) i
BUMAara€ TaKoro * KOMIUIEKCY JIIKyBalbHO-AlarHOCTUYHUX 3axoxdiB, sk CITT.
Cneundiuniit nedexr. 3urmxenns pisas IgM, IgA, IgG. Kinbkicts B-nimponuTis y
HOpMi abo aemio 3HWXkeHa. [edinut antutiioyTBOpeHHs. YacTo BUSIBISIOTHCS
nedextn pynkuii T-nmimdonuTi. Jlokamzamisa gedekty B xpomocomi 6p21.3.

Kninigai  ocobmuBocTi. 3a  KIIHIYHOIO  KapTUHOIO  JIyKE€  Haraaye
rinoraMmarioOyiniHemito bpyToHa (peuuauByroda mMmioreHHa 1HQEKIs JIereHb),



POTE€ OCHOBHA BiAMIHHICTH HOJISITAE Y TOMY, IO 3aXBOPIOBAHHS PO3IOYUHAETHCS
HE y JUTAYOMY BIilll, a, K MpaBuiio, Ha 15-35-My porii xkurta. CrocTepiraloTbes
XBOpoOU nutyHKa 1 KUmoK. CTIHKICTh 10 BIpyCHUX 1H(EKIIH y 1iioMy 30epekeHa,
X04a 3yCTPidaloThCAd BUMAJAKU BAKKHX €HTEPOBIPYCHHX MOMIPATUKYJIOHEBPUTIB 1
NOCTBaKIMHAIbHOTO mnomiomienity. s xBopux 13 3BIH Tunosi aptpuru,
arpaHyJoLUTO3.

XBOPIIOTH NPECTABHUKU 000X CTaTEH.

[Ipu imMyHO-1abopaTOpHOMY OOCTEKEHHI BHSBISIIOTH: 1) HOpManpHU ab0
TS0 3HWKEHUN BMICT IIUPKYIIOI0UnX B-miMdonuTie; 2) 3HWKEHHS CHHTE3Y 1/a00
CEeKpellii IMyHOTJI00YIiHIB, III0 BUSBJISETHCS 3HUKEHHSIM P1BHS CUPOBATKOBUX Ig; 3)
T-xmiTUHHA J1aHKa, SK TpaBujio, 30epexeHa, MNpoTe B JACIKUX BHUIIAJKAX
CIIOCTEPITAEThCS 3HWKEHHS PiBHA T-XenmnepiB 1 MiJBUILIEHHS PiBHS T-cympecopis.
VY 25-30% BumaakiB BiAMIYAOTLCA TaKl IOJATKOB1 CUMITOMHU: 1) ManbabcopOIis 3
YacTUM TMOPYIIEHHSM BCMOKTYBaHHA IHMaHKoOanaMiHy (Bitaminy Bl12); 2)
HasBHICTH JIAMOJ1103Y; 3) HEIEPEHOCUMICTh JIAKTO3U; 4) aHOMAaJIii BOPCUHOK TOHKOI
KHUIIKK. Y XBOPHUX 13 3arajbHOI0 BaplaOesIbHOK TIMOIMYHOIJIO0YJIIHEMIEID YacTo
PO3BUBAETHCS] ABTOIMYHHA MAaTOJIOTISI.

JlixyBanns. XBopi 13 3BIH mnorpeOyrooTh MAOBIYHOI 3aMICHOI Tepamii
BHYTPIIIHBOBEHHUM iMyHOrIoOyniHoM (BII). Ilpu #oro HemocTymHOCTI Yy
JIKyBaHHI MO€ OyTH BUKOpHCTaHa HaTUBHA IJla3Ma.

Cropomunywa 2ino2ammazinooyiinemia oimeu (CI]) (nosiivruul
imyHonoziunutl cmapm) (uuchp MKX-10 D 80.7)

CI'Zl (cuHOHIMHM:  TpaH3WTOpPHA  JHUTSI4Ya  TIIOraMMarjiooysiHeMis,
TPaH3UTOPHA TINOraMMarjio0yJiHEMIsl PaHHBOTO BIKY) — IMYHOAE(QILIUTHUNA CTaH,
JlarHO3 SIKOTO BUCTABJISIETHCS JITSAM Yy Billl Bl 1 poKy 0 5 pOKiB Mpu 3HUKEHHI
CHUpOBaTKOBOI 213 KOHLIEHTpallii 0JJHOTO a00 JEKUIBKOX 130THIIB iIMyHOTJIOOY TiHIB
[gG< 40 mr/an mpu BUKITIOYEHHI IHIMUX IMyHOAe(hImUTHUX cTaHiB. Crnenudiaauit
nedeKT: Hu3bKi piBHI Ig.

CI'l € noOposikicHUM 1IMyHOIE(DIIUTHUM CTAHOM 1 MO CYTI € 3aTSXKHUM
(mponoHroBaHWUM) BapiaHTOM (h1310JIOTIYHOTO CTaHY TiMOraMMarjoOyiiHeMil, sKa
BJIACTUBA AITAM Yy Bili 3-6 MicC., KOJIM 3alacd OTPUMAHUX BHYTPIIIHBOYTPOOHHMX
MaTepuHChbKUX IgG BUCHaXYIOThCS, a BJIACHUU CHHTE3 1€ HejocTaTHIA. Takuii
«MPUPOJIHUNA IMyHONEPIUTHUI cTaH» 3ycTpidyaerbes y 5-8% rpyaHux miTed i



3BUYaHO mpoxomuTh A0 1,5-4 pokiB. XapakTepHa HasBHICTh HE3MIHEHUX
JiMbaTHIHUX BY3J1B 1 Murganukis. CI'Jl Mo)ke BUSBISATUCS Y IPAKTUYHO 3JOPOBUX
JiTei Ak BumaakoBa 3Haxinka. [Ipore y miteit 13 CI'J] Moke BUSABISTHCS M1BUIIICHA
yactoTa pecmipaTopHux iHdekuid, iHdexniit JIOP-opraniB, mKipu, CIU30BUX
000JIOHOK, CEYOCTATEBHUX 1 KMITKOBHX 1H(EKITIH.

Kiiniuni ocobmmBocTi. PenmanByrodi THiHI 3aXBOPIOBAHHS, Y CIM’SIX — 9aCTO
imyHonteinmt. [louarok 3axBoproBaHHA 3 3-5 Mic. 10 2-4 pokiB. 3aXBOPIOBaHHS
XapaKTepU3Yy€EThCS TUM, IO 370poBa (YacTillle BChOTO 5-6-MicsyHA) IUTHHA
panrtoBo, 0€3 BUAMMHUX NPUYMH TOYMHAE XBOPITHM HA PELHMJAMBYIOUl IIOTEHHI
1H(DEKIIiT HUPOK, TUXaThbHUX MUISXIB .

JlikyBanns. CI'/] 3akiHUy€TbCA OAy»aHHSM 1 HE BUMAarae MaTOreHETUYHOI
IMYHOKOpPEKIIii. JIIkyBaHHS 3BOJIUTHCS 10 YCYHEHHS 3piJIKa BUHUKAIOUUX KIITHIYHHUX
IPOSIBIB 3aXBOPIOBAHHS, TOJIOBHUM YHHOM, IHPEKIIN. Y IeIKuX BUIMIAJKAX MOKa3aHa
cuMIToMaTH4Ha 3amicHa Teparis BIT'.

Jlecdbivum knimunnoi (T-rauxu) imynimemy Cunopom Ji Jlorcopoorci
(zino-, anaazis mumyca) (wugdp MKX-10 D 82.1)

Cunnpom [i Jxopmki (CHM) — 130npoBanuil T-kaiTHHHUN IMyHOIEDIHT.
XapakTepusyeTbCsa Tplajol0 KIIIHIYHUX TMPOSBIB: TiMomiaszis TuMycy 1/abo
napanmTonoaiOHNX 3aJ103 1 BpopkeHOoto Basioro cepusd. Ckianae 5-10% 3aranbHoi
KUIBKOCT1 MIEPBUHHKUX IMYHOAE(IIUTIB.

Crnemndiuniit nedexr. [dicemOpiorenes: Baja po3BUTKY TPEThOi-4€TBEPTOL
IJIOTKOBUX KHILIEHb, IO BUHUKAE€ MK IIOCTUM 1 IECATUM THXKHSAMM TecTalli, aKa
MPU3BOJUTH 10 NOPYIIEHHS PO3BUTKY TUMYCY, IIUTOMOAIOHOI 1 TApaliuTONOA10HUX
3aJ103, 10 BaJy PO3BUTKY JIMLIbOBUX CTPYKTYP, BPOJKEHHUX BaJl CEpL 3 YPaKCHHIM
nyru aoptu. Jlokamizania gedexty B xpomocomi 22qll.

Kininigai oco6auBoCTI. Y OUIBIIOCTI XBOPUX BIAMIYAIOTHCS AUCILIACTUYHI
pucu  oO0mmyusi. HailOinbln  XapakTepHi JMCIJIACTUYHI BYIIHI  PaKOBHUHH,
rinepTenopi3M, MIMPOKE MEpPeHicCs, «pud’STYuil poT», aHTUMOHTOJIOTIHUN PO3pi3
oueil. Y 4aCcTUHU AITEH CIOCTEPIraroThCsA 1 TPyOilni aHoMatii, Taki SIK MIKpOTHATIS 1
HE3apOIICHHS TBEPJOTO 1 M’SIKOTO migHEeOiIHHs. ['1moKanbIieMiss pi3HOTO CTYTEHS
TSOKKOCTI 1 BIJICYTHICTh TiHI BHJIOYKOBOI 3aJI03M NpHU peHTreHorpadii rpyaHoi
KJITKK BIJHOCSATHCA [JI0 4YacTUX MposiBiB. ['imomapaTipeoian3M BUSBISETHCA
TINOKaNBIIEMIYHUMHU CYJIOMaMH, SIKI BUHUKAIOTh 3 MEPIIMX JHIB KUTTA. Y BCIX
XBOPHX BIJIMIYAETHCSA 3aTPUMKa PO3YMOBOI'O PO3BUTKY. Bpomkeni Baau cepus 1



MaricTpajbHUX CYJWH TaKOXX BITHOCSATHCS O HAMOUIBII XapaKTEPHUX 1 BaXKKHX
O3HaK 3aXBOPIOBAHHA. T-KIITUHHUHN IMyHOAE(PILUT MPU3BOIUTH 0 PEUUANBYIOUUX
BIpYCHHUX, TTapa3uTapHUX, OakTepiaabHUX 1H(EKIIIH 1 MIKO31B.

[Ipore piBeHb CHpPOBATKOBUX IMYHOTJIOOYINIHIB y TaKUX XBOPUX HE
nopyuieHui. Y niteit MOXyTbh BUHUKATH HE3BUYAlHI, &K JO CMEPTEIBHOTO BUXO/Y,
peakiii TpW BakIWHAIi >KUBUMHU, aTCHYHOBAaHMMH BaKIMHAMH BIpyCy KOpY,
noJiomienity, npu BakiuHarii bBLDK.

ImyHODOTIUHI mocmikeHHs: 1) miMdonuToneHis; 2) 3HMKEHHS KUTBKOCTI 1
npodidepaTuBHOiI akTUBHOCTI T-mimonuTie; 3) awcomiamis MK 3HUKEHUMHU
piBHsiMu T- 1 NK-KkJTITHH 1 migBUIIEHUM BMicTOM B-miMdonuTis; 4) HopMmanbH1 abo
MIJBUIIEH] PIBHI AHTUTUIL; 5) 3HWKEHHSA IIKIPHUX peakuiid TinepuayTIuBOCTI
CHOBUILHEHOTO THITY. 3/IaTHICTh MPOJYKyBaTU aHTUTIJIA HAa BU3HAYEHI aHTUTCHU
3HIKEHA Yepe3 BIJICYTHICTh T-xemnmnepis.

JlikyBanHs. BUKOpPUCTOBYIOTBHCS Tepecajka TUMYCY; BBEJICHHS TOPMOHIB
TUMYCY 13 3aMICHOIO0 METOI0; CUMIITOMATHYHA Teparis. 3a HasBHOCTI TSHKKUX Bajl,
110 B OCHOBHOMY BH3HAUYAIOTh MPOTHO3 JIUIS KUTTS, TIEPECcaJKa TAMYCY BBAKAETHCS
HEJIOCTaTHbO OOTPYHTOBAaHOW. SIKIIO MAaIlleHT TEepekUBaE O-MICSIYHUN BIK,
CIIOCTEPITAETHCS MTOCTYIOBE CIIOHTAHHE BIAHOBJICHHS T-KIITHHHOTO IMYHITETY.

Jlimouumapna ouceenesisa (cunopom Hezenogha, hparnuyszvkuii
mun) (wugdp MKX-10 D81.4)

JlimporurapHa mucrenesis (curapom Hesenoda) — kimbkicHa 1 sKicHA
HEJIOCTATHICTh T-cucTeMu B pe3ynbTaTi arpodii TUMYyCY 1 JiM(aTHUHUX BY3JIiB.
[lopymiene no3piBaHHs TnonepeAHukiB T-mmdonuTtie, Mo Beae MO0 IX
GbyHKI10HATFHOT HEMTOBHOIIIHHOCTI; aBTOCOMHO-PEIIECUBHUM TUIT YCTIAJKyBaHHS.

XapakTepuszyeTbCs BIACYTHICTIO KIITHHHMX pEAKIiil IMyHOJIOTTYHOIO
3aXMCTy MPU HOPMAJILHOMY BMICTI IMyHOTJIOOYJIIHIB y T1a3Mi KpoBi. BusiBisieTses
y MepIIl TUXKHI 1 MICSII )KUTTA. PyTuMeHTapHuil TUMYyC; Maja KUIbKICTh TUMOLIUTIB;
BIJICYTHI TUIBIIS Xaccella.

KiiHiYHI MpOsiIBU: CHOCTEPIraeThbcs 3aTpUMKa POCTY, PO3BUTKY AUTHHH,
3aTSHKHUM CENTHUUHUEN MpPOLEC 3 THIHHO-3alaJIbHUMU BOTHMILAMHU y BHYTPIIIHIX
opraHax 1 MWIKipi; pEeIUANBYIOYl THEBMOHIS, iapes, ek3eMma, iMdoaaeHiTH,
rinepruiasis JiM¢poiaHOT TKaHUHU. BupakeHa cXuiabHICTh A0 1H(EKIIHHUX areHTIB:
OakTepiit (TyOepKynbO3, JICTEpli, KHUIIKOBA IMalu4Ka, CaJIbMOHEIHN), BIPYCIB:



(repriec,  Emmreiin-bap,  ameHoBipycH,  €HTEpPOBIPYCH),  HAMMOPOCTIIIMX
(MTHEBMOIIMCTH, TOKCOMJIa3MH, KPUOTOCMOpUIIyMH) 1 TpuOKIB (KaHAuIa,
KPUITOKOKHU, HOKAP/Iis).

IMyHONIOTIYHE AOCHIKEHHS: y TepudepudHiii KpoBi CIOCTEPIra€ThCs
TiMOIMTONEHIS, YKpal HU3bKUI piBeHb T-mimMdouutiB, HopMa B-miMm@ouuTis;
pi3KO TpHUTHIYEHa peakiis OmactTpanchopmarii giMporuTiB; cr1abo BUpakeHa
peaKIis rinepuyTIUBOCTI CIOBUILHEHOTO TUITY. BMICT IMyHOTIO0Y TiHIB BCIX KJIaciB
y KpOBI — Y MeXaxX HOPMH a00 MiABUIICHUIN. 3HIXKEHO YTBOPEHHS crelu(pidyHuX
IMyHOTJIOOYTiHIB. J[iTM YacTillle THMHYTh y TMEpIIl MICAIl KUATTS B1J CEICUCY.
JlikyBaHHS: TpaHCIUIAHTAIlisl CTOBOYPOBHUX KIIITHH.

Tsowckunt Kombino8auull imyHooOegiuum, X-3uenieHuil mun

Cneuudiunin oechexm.

[Topymiennst audepeHiiitoBadds cToBOypoBoi KIiTHHU y B- 1 T-nimdoruTu.
HedexT ramma-nanifora peuenropa 1o 1JI-2 na T-mimdonurax. 'amma-nanior —
TPaHCIyKTOp CUTHAILy IIpH 3B’ A3yBaHHI perentopa 3 [JI-2. ABTocoMHO-periecuBHUIMA
tun. Cnerudivniii nedext. MyTaris rena Tuposunkinasu ZAP-70 — tpancaykropa
curHaily B T-mmdonurax, HeoOXigHOro mid ix mnpoiidepauii. XapakTepHa
BiicyTHICTE CD8+ kimituH y nepudepuyniii kposi. Jlokamizamis nedexty B
xpomocomi Xq 13-21.1.

Kiminiuai  ocob6nuBocti.  PeuuauByrouil  1H(EKIIHHI ~ 3aXBOPIOBaHHA,
CXYJHEHHS, 3aTpUMKa PO3BUTKY. XapaKTEepHI JIMQOIEHis 1 Tnonjasis TUMYCY.
Kinbkicts 1 ¢ynkuis T-mimdouutiB 3HMKEeHA. ['imorammariooyaiHeMist, 3HUKEHHS
piBHs B-nmiMdonutis. 3H1KEH] MIKIPHI TECTH 1 TPOTYKIIisl aHTUTLI. XBOP1 BMUPAIOTh
y nepiiri 1-2 poku KUTTS Bij BipyCHOI, OaKTepiaabHOI, MPOTO30MHOI 1H(EKIT a0
MIKO3Y.

JlikyBanns. TpaHcmiaHTaiisi KICTKOBOTO MO3KY, aHTHOIOTHKOTEparnis,
BHYTPIIIHHOBEHHA 1MYHOIJIOOYJIIHOTEparisi, Tepecaaka KITUH eMOplIOHAIbHOI
NEYIHKH 1 TUMYCY.

Cunopom JIyi-bap, amaxcisa — meneanzioekmasis, a8moCcoOMHO-

peuecusnuu mun yvenaoxkysanus Cneuudiunuil oeghexm.

[Mopymenns gynkuii T- 1 B-nimdonuTis. 3umkenuit pisens IgA, IgE 1 IgG.
[Nnomnazis TUMYyCy, celle31HKH, JIM(ATUYHUX BY3J1B, MUTAAIMKIB. Y CHUpPOBATIII
BUSIBJISIIOTH Jy’K€ BUCOKMHA piBeHb o-(deronporeina. Jlokamzamia nedekty B
xpomocowmi [Iq 22.3 (atm).



Kminigai  oco6muBocTi. Teneanriekrasiss IMIKIPHUX TOKPHUBIB 1 OYeH;
IpOrpecyroda aTakcis MO30YKa; peluaAuByloYa 1H(EKIis MPUHOCOBUX Ma3zyX 1
JereHb BIpycHOi 1 OakTepiaJbHOI TpPHUPOIW; OpPOHXOEKTaTHUYHA XBOPOOa;
HiABUIICHUN PiBeHb alb(a-(eTonporeiny. Y NMepcrneKTuBl — ypaxeHHs] HEPBOBOI,
€H/IOKPUHHOI, CYJAMHHOI CHUCTEM, 3JIOSIKICHI IMyXJMHU. 3aXBOPIOBaHHS YacTillle 3a
BCE JIIarHOCTYETHCA B 5-7-pIUHOMY BiIli OJTHAKOBO YaCTO y XJIOMYHUKIB 1 JIBYATOK. Y
MIOJIOBUHU XBOPHX BiIMIYa€THCS BiJICTABAHHS Y PO3YMOBOMY PO3BHUTKY, aJHHAMIf,
oOMexeHicTh iHTepeciB. [leski xBopi qoxkuBatoTh 10 20 1 HaBiTh 40 pOKiB.

JlikyBanns. CumnromatuyHi 3acoOu. Ilepecagka KICTKOBOIO MO3KY.
['opmonu TMycy. BHyTpilIHbOBEHHA IMYHOTTIO0YIIHOTEpATis.

Cunopom Bickomma-Onopiua (CBO, imynooediyum, 3uenienuil 3
X-xpomocomor) (wudp MKX-10 D 82.0)

CBO — mnepBuHHUN IMYHOJAEhIIUTHUM CTaH X-34E€IJICHOTO THIMY, IO
BUSIBJISIETHCS TP1aJ]0F0 CUMITTOMIB, SIK1 BU3HAYAIOTHCS Y XJIOMMYHUKIB 3 PAHHBOTO BIKY:
1) miABUINEHOI CHPUMHATIMBICTIO M0 1H(PEKIIMHUX 3axBopioBaHb (yacti OP3,
Oponxonerenesi iH@pekuii, iHekuii JIOP-opraniB, MmKipu, CIU30BHUX OOOJIOHOK,
ceyoBuBiHUX nuIsixiB 1 IIKT); 2) remopariyHuM CHHAPOMOM, OOYMOBIICHHM
TPOMOOIUTOMNEHIEIO; 3) ATOMIYHUM JIEPMATUTOM 1 €K3EMOIO.

Cnemudiuniit  nedekr. Ilopymena aktuBamiss CD4+ 1 CD8+ KiIiTHH.
[Topymienns npoaykuii IgM a0 kancynboBaHux OakTepidt (mTHEBMOKOKH). PiBeHb
IgG y HopMi. PiBenp IgA 1 IgE miaBumenuii. [3oremMariatoTUHIHKA 3HUXKEH1 a0
BizicyTHI. Kinbkicte B-niMmdonuris, sik npaBuio, y Hopmi. Jlokamizaiis gedekty B
xpomocomi Xp11.23-11.3 X-xpomocomu.

Kniniuni ocobnuBocti. Ilepmi nposiBu MOXIIMBI 3 2-5-MICSYHOTO BIKY,
CIIOCTEPITAEThCS Tplaja — eK3emMa, TPOMOOIIUTOIEHIs, YacTl MoreHH1 1HEeKIiitH1
3aXBOPIOBAHHS. 3rOJIOM PO3BUBAIOTHCS aBTOIMYHHI 3aXBOPIOBAHHS, 3JIOSKICHI
HOBOYTBOPEHHSI, TeMOpAariyHUil CUHIPOM (MeJIeHa, MypIypa, HOCOBI KpoBoTeuil). 3
BIKOM MOJKJIMBA CTa0Ii3aIlis CTaHy.

IMyHOJIOTIYHI TOCHIPKEHHS: 3HIKCHHS PIBHA T€MOTJIO0IHY, €pPUTPOIUTIB,
TpOMOOIUTIB, MiJABUIIEHHS PIBHA €03MHO(UIIB; 3MIHM pPIBHIB CHPOBATKOBHX
iIMyHOTr100YMiHIB (HU3bkUi IgM, HopManbHuii IgG, Bucokuit IgA, ayxe BUCOKHIA
IgE). T-xmitunni nokasHuku npu CBO BapiabenbHi, iX 1HTepIpeTalis Moxe 0yTu
YTPYZHEHA.



JlixyBanns. Ilepecamka KICTKOBOTO MO3KYy. Y XBOPHUX, CXWJIBHHUX [0
KpOBOTEY, 3 METOIO 3HMKEHHS T€MOPATiYHUX MTPOSIBIB PEKOMEHIYETHCS MIPOBEICHHS
cruieHekTomii. CuMIToMaTuyHa Tepartis, Kopektopu T- 1 B-nanku iMmyHiTeTy.

3aBaaHHs 1715 NepeBiPKU MOYATKOBOI0 PiBHS 3HAHb

1. BkaxiTh OCHOBHI THIH HEIOCTATHOCTI YPOKEHOTO IMYHITETY:
A. JlepexTn paronuTyrouux KIiTHH.

B. HepocraTHICTh cUCTEMU KOMIUIEMEHTY.
C. T-xmiTuHHUN OedIuT.
D. B-kimituHHHN JedinuT.
E. HenocraTHicTh CTOBOYPOBUX KJIITHH.

F. XKogen 3 mnepepaxoBaHWX THUMIB IMYHOACQIIUTIB HE MOXKE OyTH
YPOKEHUM.

2. SIxi 3aXBOPIOBaHHS MOXYTh OyTH 0OYMOBJIECHI 3HUKEHHSIM €(EKTUBHOCTI
daroruTo3y?

A. XBopoba Yeniaka-Xiraci.

B. I'niltnukoBi iH}peKii.

C. CuctemH1 KaHIUI03H.

D. Koane 3 nepepaxoBaHUX 3aXBOPIOBAHD.

3. HenocTaTtHICTh CUCTEMH KOMIUIEMEHTY KIIIHIYHO MOKE MPOSIBISTUCH:
A. ABTOIMyHUMHU PEAKIISIMH.

B. AnepriunuMu 3aXBOPIOBaHHSIMHU 200 CTaHAMMU.

C. IndeximitnuMu 3aXBOPIOBAHHSIMHU.

D. KoauuMm 3 BKa3aHUX KITHIYHUX TPOSIBIB.

4. BuzHaurte HallOUTbII YacTH 1e(eKT CHHTE3y KOMIIOHEHTIB KOMILJIEMEHTY,
SAKUN 00YMOBIIIOE PO3BUTOK aHT1OHEBPOTHUYHOI'O HAOPSIKY:

A. Komnonentu CI1, C2, C4.



B. Kommonent C3 1 dakTop B.
C. ®axrop L.

D. Iari6itop CI.

5. J1o skux mOBTOpHUX 1H(EKI[I HAWOLIBII CXUIIbHI XJIOMYUKH 3 YPOIKEHOIO
arammarnooysinemiero bpyrona?

A. OGYyMOBIIEHHUX 30JIOTUCTUM CTa()1IIOKOKOM.
B. O6yMOBJI€HHX TTIOTEHHUM CTPEITOKOKOM.
C. OOyMOBIIEHHX THEBMOKOKOM.

D. O0yMOBIIEHHX MEHIHTIaIBHOIO HEMCepIElO.

E. XKonen 13 nepepaxoBanux 30y JHUKIB HE BUKJIMKAE THHEKIT Y XJIOMIHKIB 3
YPOJIPKEHOI0 arammarioOynineMiero bpyTona.

6. BipycHi iHbekii (kip, Bicna) y XBOpHUX ¢ arammarioOyiiHemiero bpyToHna,
SIK TIPABHJIO, TIPOXOIATh:

A. 3 Ba&XXKUMHU YCKJIHCHHSIMM.
B. Be3 ocobauBocTeii.

7. Ilpu TpaH3UTOPHIN TiMOraMmarjiooyJiHeMii JUTSYOro BIKY BIIMIYA€ThCS
HU3BKUN PIBEHbD:

A. ImyHOTNI00Y1HIB Ki1acy A.
B. ImyHornoOymniniB knacy E.
C. ImyHorno0yiHiB kiacy M.
D. Imynorno6ymniuniB kiacy G.

8. SIkuMU KJITHIYHUMH O03HAKaMH YaCTillle BChOTO MPOSBISETHCS TPAH3UTOPHA
rinoramMmarjo0yJiiHeMisi AUTSYOTO BIKY?

A. IToBTOproBaHUMH 1H(MEKITIIMU TUXATHHUX IIJISXIB.
B. BaxxkuMm niepebirom auTsanx iHOEKIIHHAX 3aXBOPIOBAHb.

C. ABTOIMyHHHMH 3aXBOPIOBAaHHSIMU 1 CTAHAMU.



9. Ilpu HOCATHEHH1 SIKOTO BIKYy MpPHM TPAaH3UTOPHIN TirnoramMmMmarjiooyiHemii
JTUTSYOTO BIKY piBeHb IMyHOTJI00YiHIB Kiacy G gocsrae piBHs, XapaKTEpPHOTO s
JIOPOCITUX JIFOJICH?

A. 1-2-x pokiB.
B. 4-x pokis.
C. 7-Mu pOKiB.
D. 11-tu poxkis.
E. 14-tu pokis.
F. 18-tu poxkis.

10. Slki 3MiHM IMYHHOi CHUCTEMHU BIJ3HAYAIOTHCS MPU HEITOPO3BUHEHHI
TUMYCY?

A. 3HayHO 3MEHIICHUI BMICT KIITHH Y TUMYC-3aJI€KHUX 30HaX JTiM(POiTHOT
TKaHUHH.

B. JlimpoigHi ponikynu HeTOpO3BUHEHI.
C. 3HmKeHHs e(PEKTUBHOCTI Peakiiii KIITHHHOTO IMYHITETY.
D. OcnabsieHuit CUHTE3 aHTUTLIL.

E. Tinpku neski 3MiHHA.

Bipni Bigmosiai Ha nutanus: 1 — ABCDE; 2 — ABC; 3 - ABC; 4-D; 5 —
ABCD;6-B; 7-ACD;8—-A;9-B; 10- ABCD.
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