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Ilepeslik yYMOBHUX CKOPOY€EHb

BBII" — BHYTpilIHbOBeHHE BBeIeHHS 1gG

I'K — TJIIOKOKOPTUKOIAU

ExoKI' — exokappaiorpadis

3BI/J — 3arajgbHUI BapiaOenbHUN IMyHOACPIITUT

MAK — MeMOpaHOoaTaKyBaJIbHHUM KOMILJIEKC

OIIB — OpaJibHa MOJIIOMIEJIITHA BaKIIMHA

1310 — TMEepBUHHUHN iIMyHOAEDIIUT

CAH — CIAJKOBUH aHT1OHEBPOTUYHUN HAOPSK

CHIgA — cenexktuBHUU aedimut IgA

CIIgM — CeJIEKTUBHUM J1ePinuT iMyHOrI00ymiHy M

CUB — CHUCTEMHHUU YEPBOHUI BOBYAK

Cux — cunapoM Yemiaka — Xiraci

TIT — TpPaH3UTOpHA TrioraMMarjio0yIiHeMis

TI'CK — TpaHCIUIaHTaIli1 TEMOMOETUYHUX CTOBOYPOBHX KIIITUH
TKI/I — TSDKKUH KOMOIHOBaHUU IMYHO1e(DIITUT

TKM — TpaHCIUIAHTAIlI KICTKOBOTO MO3KY

XTI — XPOHIYHMI rpaHyIeMaTo3

IK — IUPKYJIOI0Yl IMyHHI KOMIUIEKCH

KT — IUIYHKOBO-KHILIKOBUM TPaKT

AdjBW — CKOpHUTOBaHa Maca Tijia (KT)

IBW — ineanpHa Maca Tina (Ideal Body Weight, kr)

APDS1 — CUHIpOM akTuBaIlli GochoiHO3UTHI-3-KIHA3H JIe]IbTa
CDys — T-nimpouutn akTHBHI

CD3 — knactep T-mimdoruris (Cluster of Differentiation 3)
CDs — knactep T-mimdoruris (Cluster of Differentiation 8)
ESID — €Bporneiicbke TOBAPUCTBO MEPBUHHUX IMYHOAE(IIUTIB
FISH — (nyopeciuieHTHa Tidpuau3ais in Situ

IgA — IMyHOTJI00YyJiH A

IgE — imyHornoOynin E

IgG — iMyHornoOynin G

[gM — iMyHOr0OYNiH M

NK-xmituau — natural Killers — npuposi kinepu

PI3K-o — (ocdoino3uTua-3-KiHa3a AeIbTa

SAD — Specific antibody deficiency (medinut crierudiyHUX aHTUTL)
SD — Sigmal deviation (curmaibHe BiIXHICHHS)

WASP — Wiskott-Aldrich Syndrome Protein



INEPE/IMOBA

ImyHoneinuT — BakMBa Ta aKTyalbHa MATOJIOTIA, KA YacTO 3aJIMIIAETHCS
HEJIIarHOCTOBAHOIO Ta MOXKEe MaTH (paTayibHI HACHTIAKH, OCOOJMBO B JAMTIYOMY BiIli.
Ile moTpedye MUIIBHOCTI JIKAPIB yCiX CHEMiabHOCTEH. 3HAHHS «YEePBOHUX TPATIOPITIBY»
JI03BOJIUTH CBOEYACHO 3aI103PUTH IMYHOAS(DIIIUT Ta CKEPYyBaTH TUTHHY 110 (axiBIIs.

[epBunnwmii imyHoaedinut (I111) — e cmagkoBe mopymieHHS (YHKIIIOHYBaHHS
IMYHHOI CUCTEMH, 110 pOOUTH OPraHi3M BPa3IMBUM 10 1H(EKIIIH, ayTOIMyHHHX XBOPOO
Ta PO3BUTKY HOBOYTBOPEHb.

Ile reneTn4HA TpyIa 3aXBOPIOBAHb, 0 HATIYYE O HiXK 550 piaKkiCHUX reHe-
TUYHUX XBOPOO (555 MoHorenHux Ta 17 dheHOKOIIH 3 BapianTamMu MyTaliiil y 504 renax),
AK1 B JITEPATypHUX JPKepesax 1HOl TPAIUIIIOTHCS il HA3BOIO «BPOJIKEHI MOMUIKU
IMYHITETY» Ta XapaKTepU3YIOThCS 3HMXKEHOI0 a00 BIJICYTHBOIO CIPUNHSTIUBICTIO
70 1HMEKIIMHNX (aKTOPIB 13 3ayd4aHHSIM BCIX JJAHOK IMyHHOT CUCTEMH. 3a TaHUMU
€Bporneiicbkoro ToBapucTsa nepBuHHUX iMyHoAedinuTiB (ESID), O6inbmn Hixk 6 MiIH
monei y BchoMmy cBITI (B cepennbomy 1:10 000) crtpaxknatore Ha IIIJ], mpote
70-90 % BumaKiB 3aIMIIAIOTHCSA HealarHocToBaHumu [ 1-5].

3 orjisily Ha BCE 3a3HAUEHE BUILE CTA€E I[IJIKOM 3PO3YyMIIUM, 1110 3HAHHS 0COOIH-
BOCTEH J1arHOCTUKH, Mepediry Ta cydacHUX acnekTiB jikyBaHHA [1I/] B autsduomy
Billl € BAKJIMBOIO CKJIAJJOBOIO Y MIATOTOBLI MaiOyTHIX JIKAPIB, a TAKOXK y MPAKTHII
CIMEWHUX JIIKapiB, JIKapiB-Te1aTPiB Ta IMyHOJIOTIB.

Bcranosieno, 1o ocHoBHOW mipuurHOi0 popmysannst I11J] € reneTnani myTariii,
AK1 HE 3aJIeKaTh BiJl BIKY, CTaTl Ta €THIYHOI IPyIH JIIOAUHU. [CHYy€ 1Ba OCHOBHUX TUIU
ycnankyBanus [111: ayTocoMHo-periecuBHMIA Ta X-34eIUICHUI periecuBHui [6, 7].

JloOpe BigoMo, 110 MPOTIATOM MEPIIUX MICALIB XKUTTA autuHa 3 [IIJ[ BigHOCHO
3axXUIIeHa IUPKYIIOIYUMU Yy KPOBI MAaTEepPUHCHKUMHU aHTUTLUIAMH, ajieé MTOYMHAIOYH
3 3 MICAIIIB XKUTTS iX KIJTBKICTh TOYMHAE CYTTEBO 3HMKYBATHCSI. OKpIM TOTO, TUTHHA
3 BIKOM BC€ OUIbIIIE KOHTAKTY€ 3 HAaBKOJIUIITHIM CEPEOBHUIIEM, 1 BIIMOBIIHO PO3IIU-
pIOETbCA 11 KOHTAKT 13 PI3SHOMAHITHUMHU 1HOEKIIHHUMU 30yJHUKaMH. Y 1€l yac
3'ABISAOTHCS KiiHIYHI TposiBu TI/]: penmanBytoul, mepcucTyroul Ta TOPMiAHI 1H(EKIHH1
ypaXXeHHs, 10 3yMOBJIEHI yYMOBHO-IIATOT€HHUMHU a00 OMOPTYHICTUYHHUMHU MIKpPO-
opraHi3aMamu 3 Pi3HOMaHITHOIO JIOKAJII3aI€r0: MKipa, BEPXHI IUXaIbHI IIIJISIXH, JISTCHI,
TOJIOBHUM Ta CIMHHUN MO30K, HNUTYHKOBO-KUIIKOBHM TpakT (LLIKT) 1 cewoBuaiibHa
cucreMa. Kpurepisimu niarnosy asns Beix ¢opm I/ € rimomnasist aiM¢oigHoi TKaHUHH,
3HUKCHHS BMICTy B TiepudepudHiii KpoBi pizHux tumiB jimdoruTtie (T-, B-kiitun)
Ta IX CyOmOmyJslii, pPIBHIO CHPOBATKOBUX IMYHOIJIOOYIIHIB, paHHIN MOYaTOK Ta

TSDKKUH xapakrep nepeoiry indekmiiinoro 3axBoproBanus [8—10].



ImyHomeinuTHMIA CTaH — TI€ J1arHO3 BUKIIOYECHHS 3 BapiabeIbHOI KIITHIYHOIO
CUMIITOMATHUKOIO, SIKa YaCTO CIPUSE TOMY, II0 XBOPI JITH MOTPAIUISIOTh Y HENpOQUIbHI
YCTaHOBH, JIe HEPIJIKO OTPUMYIOTh JIIKYBaHHS, SIKE HE € 70 KiHIls eekTHBHUM. Lle 301bInye
PHU3UK 1HBAJI U3l JiTeH i€l TpymH, a 1HOA1 MOKE MaTH JIeTadbH1 HACIIIJIKH.

[TociOHUK MICTUTH JaHi LIOJI0 OCHOB IMYHOJOTIl, TeopeTuuHux nutanb [11]] —
knacudikaiiii, eTioJoriYHUX YMHHUKIB, KJIIHIYHUX MPOSBIB, TIarHOCTUYHUX MapKepiB,
TEpaNeBTUYHUX MIPUHIIUITIB, a TAKOXK MPAKTHYHI PEKOMEH/IAIlil Ta KIIHIYHI TPUKIIaIH
00CTEeXXEHHS XBOPHUX JIITEH 3 IM1I03pOI0 Ha IMyHOIE(PIITHUT.

[ndopmaltis, mpeacraBieHa y HaBYaJIbHOMY IOCIOHHKY, /103BOJISIE 3BEPHYTH
yBary Ha Tak 3BaHI «4€pBOHI mpamnopiii», a came o3Haku [1IJ], ski € migcTaBoro s
CKEpyBaHHS Talll€eHTa JI0 Tpo(iIBLHOTO creniaiicTa — JUTAY0T0 IMyHOJIOora, IKUH Ha
M1JCTaBl MIMOOKOTO aHai3y aHAMHECTHUYHUX, 3araJIbHOKIIIHIYHUX JTAHUX, PE3Y/IbTaTIB
CHeIiaJbHUX IMYHOJOTIYHUX Ta MOJEKYJISPHO-TEHETHUYHUX JOCTIDKeHb 3/1HCHIOE
miarHocTuKy 1 Bepudikariiro Ho3osoriuHoi ¢popmu I11/] Ta Bu3HaUae momanbiry TaKTUKY

3anpornoHoBaHa cxeMa ICTOpli XBOpOOM AWUTHMHU Ma€ MEBHI aKIEHTU Ha JaHi,
AK1 COIPUATUMYTh JIIarHOCTUI IMyHOIE(DILIUTY.

[TociOHuK gonoMoske 37100yBayaM METUYHOT OCBITH OTPUMATH MTPAKTUYHI HABUYKU

111010 TIIMOOKOT0 aHaIi3y JaHUX JJI BU3HAYEHHS MPAaBUILHOTO JI1arHO3y.



TecToBi 3aBAaHHA /11 OLIHKU BUXiJHOI0 piBHA 3HaHb

1. SIk cTpec BIIMBa€ Ha IMyHHY cUCTEMY?
A. Ilpueniuye. D. Bnausae minoku y nionimkis.
B. Akmusye. E. Mooicnuse sik npucniuenus, max i akmueayis.
C. He gnausae.

2. Big skux akTopiB 3a1€KUTh peakilis opraHiaMy Ha ctpec?
A. Tpusanocmi eniugy cmpecopy.
B. Inmencusnocmi oii cmpecopy.
C. Yacy nposedenns imyHON02TUHO20 0OCMEIHCEHHS BIOHOCHO 4acCy 6NIUBY CMPEC) .
D. Bixy ma imynnozco cmamycy 1100uHuU.

E. Vci 6ionoeioi sipmi.

3. Slke BU3HAYCHHS CTpPECY € BIpPHUM?
A. Hecneyugiuna cmepeomunua peaxyis Ha 6y0b-sKuil CUlIbHUL NOOPAZHUK.
B. Cneyugiuna peaxyis opeanizmy na nesHi noopasHuxu.
C. Hecneyughiuna peaxyis, sika sunuxae y micyi 0ii noOpasHuxa.
D. I]e ocobausuii namonoeiunutl cmau, wo nompedye HegiOKIAOHOI 00ONOMO2U.

E. I]e 36y0oicennsn na eénaus noopasHuka.

4. Sxi opranu iIMyHHO1 CUCTEMH 3a3HAIOTh HAWOIBIIIOrO BIUIMBY I1iJ1 Yac CTpecy?

A. Cenesinka. D. Kicmkoeuii Mo30K.
B. ITionebinni mueoanuxu. E. Ilepudghepitini nimgpamuuni ey3znu.
C. Tumyc.
5. SIx Ha3UBAETHCS IMYHITET, 110 (POPMYETHCS TPU BBEJICHHI B OPraHi3M aHATOKCUHY?
A. AkmueHnuti aHmumoKcuyHu. D. Hecneyugiunuii.
B. Axkmuenuti aumubaxmepianvuuil. E. Cneyudghiynuii.

C. Ilacusnuii anmumoxcuyHull.

6. SIk Ha3uUBaE€THCS IMYHITET, MO0 (HOPMYETHCS MPHU BBEICHHI B OPraHi3M aHTHUTLI
10 TOKCUHY?

A. AkmueHuti aHmumoKcuyHu. D. Hecneyugiunuii.

B. Ilacusnuii anmumoxcuunutl. E. Cneyudghiynuii.

C. Ilacusnuii aumubaxmepianvHuil.

7. ITixg mpupoaHUM HAOYTUM MTACHBHUM IMYHITETOM PO3yMIIOTh:
A. Imynimem, axuil chopmyeascs npu 8akyuHayii.
B. Imynimem, sixuii cghopmysascs na 66edents AHAMOKCUHI.
C. Imynimem, o6ymosieHUll MPaHCHIAYEHMAPHOI0 nepeoayer) aHmumil.
D. Imynimem, o6ymosienutl 66e0eHHAM AHMUMOKCUYHOL CUPOBAMNKLU.

E. Vci 6ionoesioi sipi.



8. lo sikoro BUIY BIJHOCHUTBCS IMYHITET, IO (POPMYETHCS TICIs TEPEHECEHOTO
3aXBOPIOBAHHS?
A. llImyuno nabymuti akmugHuti. D. Ilpupoonvo nabymuii akxmusHuii.

B. Ilpupoono nabymuu nacugHuii. E. Cneyugpiuno-pezucmenmmnuii.
C. IllImyyno nabymuil nacuenui.

9. SIx Ha3UBAETHCS IMYHITET, 110 (POPMYETHCS B HACIIOK BAaKIIMHAIIT?
A. llImyuno nabymuti akmugHuti. D. Ilpupoono nabymuii akxmusHuii.
B. llImyuno nabymuti nacugHuil. E. Cneyugiynuii.

C. Hecneyugiunuii.

10. Bkaxith HaWOUTHIT (UTOTEHETUYHO PAHHIO HECHENU(pIUuHy 3aXUCHY PEaKIliio
Oprasi3my:

A. Dazoyumos. D. Cucmema xomniemenmy.

B. Knimunu namypanvhi xinepu. E. Imynoenobynin M.

C. InmepgepornoymeopenHusi.

11. Jlo BpokeHOro (HecTIeM(pPIYHOr0) IMYHITETY HE BIJTHOCUTHCS:
A. Cucmema xomniemenmy.
B. @acoyumu (maxpogpacu, netimpoginu).
C. Knimunu namypanvHi Kitepu.

D. Humoxinu, wo npodyxyromscs maxpogazamu.
E. B-nimppoyumu.

12. Jlo necnerudiuaoro (BpoKEHOr0) IMyHITETY HE BIAHOCHTBCS:
A. Cucmema xkomniemenmy.
B. Kaimunu namypanvni xinepu.
C. Anmumina.
D. ®@azoyumu.

E. Iumoxinu, wo npodykyromscs Makpoghazamu.

13. CucreMa KOMILJIEMEHTY — I1€:

A. Cucmema hepmenmis. D. Cucmema yumoxinis.

B. Cucmema xknimun. E. Cucmema imynoenobyniuis.

C. Cucmema aumumin.

14. BkaxiTh CHHOHIM aJIbTEPHATUBHOTO IUISXY aKTUBAIli KOMIUIEMEHTY
A. Ilponepounosuii. D. Ilpomeasnuii.

B. Konseepmasznuu. E. Vci 6i0nogioi sipi.
C. Ecmepa3snutl.



15. AKTHBATOPOM KJIACHYHOTO MIJISXY aKTUBAIlii KOMIUIEMEHTY €:
A. T-nimchoyum. D. Aumueen.

B. Aumumino. E. Imynoenobyniun A.

C. Komnnexc anmueen—anmumino.

16. KoMI1ekc aHTUT€H—aHTUTIIO0 € aKTHBATOPOM:
A. Knacuunozo winaxy akmueayii Komniemenmy.
B. Anemepnamuenoco winsaxy akmusayii komniemenmy.
C. Ak knacuunoeo, max i anbmepHamusHoO20 ULIAXY .
D. He € akmusamopom.

E. I'emonizy.

17. B pe3ynbpTaTi akTHBAaLlli CHCTEMU KOMIJIEMEHTY BIJICYTHIM HACTYITHUHN €(EeKT:
A. 3nusicenns gpacoyumapnoi akmueHoCmi KiimuH.
B. Po3wupenns cyoun ma niosuyeHus ix npoHUKHOCHI.
C. IIpooykyis mediamopie 3anaieHHs.
D. L{umoniz abo cemonis.

E. Onconizayis.

18. ledimut sSIKOTO KOMIIOHEHTY CUCTEMH KOMIUIEMEHTY HauacTille CylpOBOIKYETHCS

PO3BUTKOM PELUIUBYIOUNX OaKTepiasibHUX (TIOT€HHUX) 1HPEKIII?

A. C2. D. C7.
B. C5. E. Vci 6ionogioi ipHi.
C. C6.

19. SIxa maronoris xapakTepHa s xBopux 3 nedimurom Cl-inridbiTopa?
A. Cucmemnuti uep8oHUl 808UYAK.

B. Peyuoueytoui baxmepianvHi inghexyii.

C. Bpoooicenuii aneione8pomudHull HaOpsK.
D. I'nomepynoneghpum.

E. Habpsax Ksinxe.

20. SIKi KITITUHU HE BIAHOCITHCS 10 CUCTEMHU TPaHyJIONUTIB?

A. Hetimpoginu. D. Monoyumu.
B. Eozunoginu. E. Vci 6i0ono6ioi sipHi.
C. bazoginu.

21. Slka cranis po3BUTKY HEUTPOQiTy BiICYTHS B KICTKOBOMY MO3KY?
A. Mienobaacm. D. Ilanuukosdepnuii Heumpogin.

B. Ilpomienoyum. E. Hopmoyum.
C. Heiimpoginonuii mienoyum.



22. SIxa 3 mepepaxoBaHuX (PyHKIIIM HEUTPOPiTiB BKazaHa XMOHO?

A.
B.

mo o

Dazoyumos.

3HewKo0iCceHHA MIKPOOP2AHIZMIB 3d OONOMO20H0 OKUCTIIOBAIbHUX
ma Oe3KUCHe8UX MeXAHI3MIB.

Cunme3s ma cexkpeyisi 61010214HO AKMUBHUX MOAEKYIL.

Cunmes anmumi.

Yci 6ionoeioi 6ipHi.

23. SIKi KIMITUHU HE BITHOCATHCA J10 (haroruTapHoi CUCTEMH?
A. Monoyumu. D. Ocmeoxnacmu.

B. Anvseonsapui maxpoghaeu. E. Tyuni knimunu.
C. I'icmioyumu.

24. BKaxXiTh pe4OBHHY 3 MIPOTUBIPYCHOIO aKTUBHICTIO, 1110 IPOTYKY€EThCS Makpodaramu?
A. Inmepghepon. D. Imynoenobyninu.

B. Jlizoyum. E. Vci 6iono6ioi gipHi.
C. Jlakmoghepun.

25. SIki 3 mepepaxoBaHUX IUTOKIHIB HE CHHTE3YIOThCS Makpodaramm?
A. Inmepaneiikin-1.

B. Inmepaerixin-6.

C. Daxkmop nekpo3y nyxiuH-o, hakmop HeKpo3y nyxiut-p.
D. @axmop nexkposy nyxaun-o, inmepgepon-p.

E. Inmepghepon-y.

26. 3 9oro ckiamaeTbes rocTpa (hasza 3amaacHHs?

A.

moow

Lllsuoke pecynosans KOMno3uyii npomeinie niamu y ionoeiosb

HA NOWKOOIACYBAIbHUL CUCHAIL.

Axmusayia T-nimpoyumis y 6i0no6iob Ha NOUKOONCYIOUUL CUSHAL.
Axmusayin T- ma B-nimgpoyumis y 8i0no6iob Ha NOWKOOICYIOUULL CUSHAL.
Ipooykyis cneyugiunux anmumin y 8i0no6iosb Ha iHGheKyito, oniku, mpaemy ma ix.
Vci 6i0no6ioi gipi.

27. Ilporeinu roctpoi (a3u 3amaieHHs] CHHTE3YIOThCS:

A. Ileuinxoro. D. Cenesinkoro ma nimgosysnamu.
B. Kicmxoeum moszxom. E. Vci 6ionosioi sipni.
C. Tumycom.
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28. PiBeHb SKUX TPOTEIHIB KPOBI HE MIJBUIINYETHCS MiJ Yac peakiiii roctpoi ¢asu

3anajeHHs?
A. Anvpa 1-anmumpuncuny. D. I'anmoenobiny.
B. @iopunoceny. E. Anvoyminy.

C. Aminoionozo A-npomeiny.

29. BkaxxiTh MOMHJIKOBE CTBEPKEHHS 110,10 C-peaKkTUBHOTO MPOTETHY:
A. V Hesenukux KOHYeHmMpayisx Modxce BUSHAYAMUCH 8 CUPOBAMYL 300POBUX JIHOOEI.
B. Mooice akmugysamu cucmemy KomniemeHmy no KiacuiHoMy WIAXY
i 0issimu K ONCOHIH.
C. Iumepnetixin-1, inmepaeuxin-6 ma gpaxmop nexposy nyxaur (OHII) € naubinvu
BACTUBUMU PESYTAMOPAMU CUHMES) .
D. Moowce akmugysamu Kiimunu HAmMypaibHi Kiiepu.

E. besnocepeonvo cam mae baxmepuyuoHi 61acmusocmi.

30.IIpu sKuX 3axBOPIOBaHHSX piBeHb C-peaKTUBHOTO MPOTEIHY MPAKTUYHO
HE TI1JIBUIILYETHCS?

A. Bakmepianvhux inghexyisx. D. Xponiunux 3ananvnux npoyecax.

B. Aémoimynnux 3axeoprosannsix. E. Onikax.

C. Bipychux ingexyisx.

31. SIxi iHTepPEepOHN HA3UBAIOTH «ICHKOIUTAPHUMI)?
A. Anvgha. D. I'amma.
B. bema. E. Anvgpa, 6ema ma camma.

C. Anvgha ma 6ema.

32. '0710BHUMU KJIITHHAMH TIPOIyIICHTaMH alib(a iHTepdepony €:
A. Makpogaeu. D. Tyuni xnimunu.
B. T-nimghoyumu. E. Knimunu namypanonui xinepu.

C. B-nimchoyumu.

33. IlepBUHHUMU OpraHaMy IMyHHOI CUCTEMH Y JIFOJIUHU €:
A. Tumyc ma neuinka. D. Mueoanuxu ma nezei.
B. Cenezinka ma nimgpamuuni eyznu.  E. Ilapawumonoodioni 3an1o3u ma mumyc.

C. Tumyc ma Kicmrkosuu MO30K.

34. Ilpouiecu aHTUTEH-HE3AJICKHOTO AU(GEpPEHIIIOBAaHHS JTIM(OIUTIB BiI0yBaIOTHCS
B HACTYITHUX OpPTaHax IMyHHOI CHCTEMH, 3a BUHATKOM:

A. Tumyca. D. I[Jeumpanvnux opeanie iMyHHOI cucmemu.

B. Kicmxogoeo mo3ky. E. Vci 6ionosioi sipni.

C. Cenesiuxu.
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35. llenTpasibHuil opraH IMYHITETY Y JIFOJJUHU — 11€:
A. Tumyc. D. Ilepugpepiiina xpos.
B. Cenesinka. E. Iletieposi bnisiuKu KUKIBHUKA.

C. Jlingposyzon.

36. Jlo3piBaHHS SKUX KJIITHH HE MOTpeOye TuMyca?
A. Monoyumis. D. B-xnimun.
B. T-xnimun xennepis. E. Fozunodginis.

C. umoxcuunux T-knimuH.

37. Slka 3 xapaKTepUCTHK TUMYCa BKa3aHa HEBIpHO?
A. € opeanom axmusHoi nponighepayii ma 3aeubeni Kiimun iMyHOKOMNEMeHMHUX

KIIMUH.

o

€ opeanom, oe T-nimpoyumu Habysaromo anmuzeH-cneyupiunux peyenmopis.
C. € opeanom, makcumanbHa akKMuHiCMs K020 CHOCMEPIcAEMbCS NICIA
cmamego2o 003PiBAHHS.
D. Vci 6ionosioi gipwui.
E. -
38. B-nimMdonuTt He BUABIAIOTHCS V:

A. Jlimgpamuunux gy3nax. D. Tumyci.
B. Ilepudpepitiniii kpoai. E. Vci 6ionogioi 6ipHi.
C. Cene3sinyi.

39. Jlo iMyHHOT CUCTEMH CIIM30BUX 00OJTOHOK HAJICKHUTH:
A. Cenesinka.
B. Jlimgpoiona mrkanuna, wo acoyiiiosana 3 KUWKIBHUKOM.
C. Tumyc.
D. Haonupnuxu.
E. ITiowenenni nimgpamuuni 8yzu.
40. SIKi KJIITUHU € IMyHOKOMITIETEHTHUMU?
A. bazoginu. D. Tpomboyumu.
B. Epumpoyumu. E. Vci 6ionogioi 6ipHi.
C. Jlimgpoyumu.

IIpaBuiabHi Binnosiai:
1123|456 |7 8[9]1[1M]12 13|14 15|16 |17 18|19 20
B/E|IA|C|A|B|C|D/A|JA|E|C|A|A|C|A]A|A|C|D

21122 123 124 125|126 |27 |28 |29 | 30 | 31 |32 |33 |34 35|36 |37 |38 ]3940
EIDIE/AIEIA|IAIE]IE|CIA]JA]C|]C|A]JA]lC]|D]|]C]C
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OCHOBHY IMYHOJIOTTI

IMyHHa cucTemMa — 11e CYKYMHICTh KJIITHUH, XIMIYHMX PEYOBUH Ta MPOIIECIB, fAKi
(GYHKIIOHYIOTH AJIs 3aXUCTY OpraHi3My Bij iH(EKIIiil Ta MOMIKOKEHb.

IMyHHa cucTeMa JIOAMHU MPEACTaBICHA CYKYIHICTIO IEHTPaIbHUX (TIEPBUHHUX)
Ta nepupepuuHuX (BTOPUHHUX) OpPraHiB iMyHOMOE3y, sIKi 3a0€3Meuyl0Th YTBOPEHHS,
JI03piBaHHsI, aKTUBAIIIIO Ta (PYHKIIIOHATBHY CIIeIlai3alliio IMyHOKOMIICTCHTHUX KJIITHH.
KoopnuHoBana B3aeMofisi IMX CTPYKTYp € HEOOXIJHOI YMOBOIO MiATPUMAHHS
aJIeKBaTHO1 IMYHHOI BIAMOBi1 Ta (GOPMYBaHHS IMyHOJIOTIYHO1 TTaM 'SITI.

JIo LIeHTpalbHUX OpraHiB IMYHOIIO€3y HaJIeaTh YEPBOHHM KICTKOBUN MO30K
i TUMyc. UepBOHUH KICTKOBHI MO30K € OCHOBHHM OpPTaHOM T'e€MOIMOE3y, y SKOMY
3 TEMOIIOETUYHUX CTOBOYPOBHUX KIIITUH (POPMYIOTHCS MONEPEIHUKHN BCIX KIITHH KpPOBI,
BKJIFOYAIOYM IMYHOKOMIIETEHTH1 KIITHHU. Came TyT BiIOyBa€ThCsl YTBOpeHHS B-iim-
dbonuTiB, nomnepeaHuKiB T-T1MQOIUTIB, MOHOIIUTIB, rpaHyJaonuTiB Ta NK-KIITHH.
Tumyc BUKOHY€E KITFOUOBY POJib Y J103piBaHH1 Ta cenekiii T-nmmdoruTis, 3a0e3nedyodn
dhopMyBaHHS IMyHOJIOTIYHOT TOJIEPAHTHOCTI Ta KOHTPOJIb 32 €IIMIHAIIIEI0 TTOTSHIIHHO
ayTOarpeCUBHUX KJIITHH.

[lepudepuyni opranu iIMyHHOI CUCTEMU IIPEICTABIICHI JIMPATUYHUMU BY3JaMH,
CEJIe31HKOI0, MUTAATUKAaMHU, TIEHEPOBUMH OJISIIIIKAMU Ta aleHIUKCOM. Y X CTPYKTypax
B1IOYBA€THCS KOHTAKT IMYHOKOMIIETEHTHUX KIITHH 3 aHTUTCHaMH, iX aKTHBAaIlisl,
npodideparttis Ta noxansina audepenmiais. Jlimbaruuni By3nu 3a6e3neuyoTh Qiib-
Tpaiito JiMPH Ta pO3BUTOK JOKAIBHOI IMYHHOI BIJIMOBI/II, TOMI1 SIK CEeNIE31HKA BiIirpae
MPOBIHY POJb Y KOHTPOJI AHTUrEHIB KpoBi. JIiM(pOigHI YTBOPEHHS CIHU30BUX
000JIOHOK, 30Kp€Ma MUTJAJIMKU Ta NEeHeEpOBl ONAMIKH, GOPMYIOTh MICLIEBUI MYKO-
3aJIbHUA IMYHITET, SKUH € BaXXJIUMBUM Oap'epoM MpOTH 1H(EKIIHHUX AareHTiB,
110 MTOTPATUIIIOTH Yepe3 IUXaNbHI IIJIAXH Ta MITYHKOBO-KUIITKOBUN TPAKT.

BaxxmmBuM KOMITOHEHTOM 1IMYHHOI BIJITIOBIJII € MPOIIEC Mirparii KJITHH Y TKaHHHH
Ta iX QYyHKI10HATHFHOTO NIEPETBOPEHHA. MOHOIMTH MiCIIA BUXOAY 3 KPOB'SIHOTO pyciia
TpaHC(HOPMYIOThCS y Makpodaru abo ACHIPUTHI KIITHHH, sIKI 3a0€3MeuyroTh (aro-
LIMTO3, MPE3CHTALIII0 AHTUTEHY Ta PEryJisiiio 3anainbHoi peakuli. Ilicis aHTUTeHHOT
cTuMyJALii B-nmiMdouuty nepeTBoproroThes Ha Ma3MaTU4YHI KIITUHH, 3/1aTHI CUHTE-
3yBaru cnenudiuHl antutiia pisHux kiacis (IgM, IgG, IgA, IgE), mo 3abe3nedyroTsb
ryMOpaJbHY JJAHKY IMYHITETY.

Takum 9HOM, IIEHTpaNIbHI Ta TIepUEepUIHi OpraHu IMyHHOI CUCTEMU (PYHKITIO-
HYIOTh SIK €JIMHA IHTETPOBAaHA CHCTEMa, IO 3abe3rnedyye Oe3lepepBHE OHOBIICHHS
IMYHOKOMIETEHTHUX KJIITHH, IX aHTUT€HHY CIHeliali3aliio Ta e(peKTUBHUN 3aXHCT
OpraHi3My BiJl IHPEKI[IHHUX areHTIiB, MyXJIMHHUX KIITHH 1 4yKOP1THUX aHTUTCHIB.

Opranu iMyHOII0€3y Ta OCHOBHI eTanu (opMyBaHHS 1 JO3piBaHHS IMyHOKOMIIE-
TEHTHUX KJIITUH MPEJCTaBIICHO Ha puc. 1.
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YEPBOHUI KICTKOBUI MO30K

FoNoBHUI OpraH KPOBOTBOPEHHS.
TyT i3 reMonoeTuyHux CTOBGYPOBUX
KniTuH (FCK) yTBOpIOOTbCS BCI

LIEHTPAJIbHI (MEPBUHHI) OPFTAHU IMYHOTOE3Y

TUMycC

OpraH po3pigaHHs Ta cenekuii
T-nimdouuTis. 3abe3neuye popmysaHHs
iMYHHOI TONePaHTHOCTI.

KNiTUHU KPOBI, Y T.4. IMYHHI.

®OPMYIOTbCA / AO3PIBAIOTb:

@ / 5N [
(e 63

¥ o, L |

— \'\) \

B-nimcdouutu MonepepHuku MoHouuTu Heitpodinu NK-kniTunm T-nimcbouutu

(no3piBaHHs) T-nimdouutis (Ta iHwi rpaHynouuTH) (nonepegHuUKm) (CD4+, CD8+)
N
NEPUDEPUYHI (BTOPUHHI) OPTAHU IMYHOMNOE3Y
TyT iMYHHI KNITUHK 3YCTPIYAIOTLCA 3 aHTUreHaMK, aKTUBYIOTLCS, NponidepyioTs i AndepeHUioITbCA.
I " S . el | " i e S
e N 7 a N\
JIIM®ATUYHI BY3/IU CEJIE3IHKA MUTOAJIUKU MENEPOBI BNALLKU AMEHOUKC

=

IMyHHa Bianosige Ha
AHTUreHU KPOoBi.

DinsTpauis nimdu Ta iMyHHa
BIANOBIAb HA AHTUreHM.

KNITUHK:
@ B-nimpouutn
@ T-nimdouuntu

KNITUHA:

@ B-nimdpouutn
(akTuBauia — nnasmouunTy) |

@ T-nimbouutn
(akTuBauis)

KNITUHK:
@ B-nimdouutn
@ T-nimbouutu
@ Makpodaru
@ [eHapuTHI KNiTUHK

@ NK-knitvHmn

@ DeHppuTHI KNiTUHK
(npeseHTauis aHTUreHy)

@ Makpodaru
)\

MOHOLIUTU (3 4epBOHOro KiCTKOBOrO MO3Ky)

Mirpauia
Yy TKaHWHU

MEPETBOPIOIOTHCS HA:

Makpodarn LeHApUTHI KNiTUHU

-

Micueswit imyHiTeT |1
AVXanbHUX WANAXIB.

@ nNnazmouuty (IgA) [

@ [eHppuTHi KNiITUHK ‘

Q%% ‘

&

CkynyeHHs nimpoigHoi
TKAHUHU KULLKA.

Kuwikosuit imyHiTer.

KNITUHA:

KNITUHU: |
@ B-nimdouutn

‘ @ B-nimdouutn
— IgA- .
(— IgA-nnasmouuntu) @ Toilpouii
@ T-nimdouutn

@ [eHppuTHI KNiTUHU

@ MnasmouuTw (IgA)
‘ @ [OeHppwuTHI KNITUHK

& Makpodaru

| (
4SS 25N

B-NIIM®OLINTMU (nicns aktusauii B nepudepuyHux opraHax)
~ ; Y Y
. Y
MEPETBOPIOIOTLCA HA:
Mnasmouutyn

(cekpeuin antutin: IgM, IgG, IgA, IgE)

AxTusauis
(KOHTaKT 3 aHTUreHoM
Ta ponomora T-xennepis) 3

YMOBHI NO3HAYEHHSA KNITUH

@) T-nivdountn Ead
\@v bouy D

£ 2 &
\\Q// B-nimounTi Q NK-kniTUHm

Mowouutn /
S Makpodaru

‘ Denpputhi
© KNITUHK

Y Mnasmouuty /

AnTuTina

s- Hewntpodinu

< (rpanynouutn)

Puc. 1. Opranu iMmyHoIoe3y Ta OCHOBHI eTanu (hoOpMyBaHHs 1 103piBaHHS IMyHOKOMITETEHTHUX KJIITUH

VY MicusIX KOHTakTy 13 XBOPOOOTBOPHUMH OpraHizMamu, TaKUMHU [K OakTepii,

BIpyCcH, TpUOKHM Ta mapa3utu (MMaTOreHH), IMyHHa cUCTeMa 3abe3nedye MOCTIMHUN

akTUBHUH 3axucT Bif iHeKIii. Ll qisapHICTE 0COOIMBO Ba)KIIMBA HA TTOBEPXHAX TiJa,

SIK1 B3a€EMOJIIIOTH 13 30BHIIIHIM CEPEJIOBUINECM, TAKMMHU SK IIKIpa, TUXadbHI IUISIXH,

[UTYHKOBO-KHMIIKOBUN Ta PENpoayKTHUBHUHI TpakTH. KpiM Toro, iMyHHa cuctema

3aXMIIA€E BiJl PAKOBUX KJIITHUH 1 TOKCHHIB. OKpIM CTPYKTYpHHUX Ta XIMIYHUX Oap'epiB,

IMyHHY CUCTEMY MO>KHA CIIPOIIEHO PO3IJISIIATH K TaKy, 1110 MA€ JIB1 «JTiHIT 3aXUCTY,

B1JIOMI SIK BPOJIKEHUHM IMYHITET Ta aJalTUBHUN IMYHITET. Bpo/keHui IMyHITET SIBJIsiE

co0010 TIepIIy JIHIIO 3aXUCTy BiJ BTOPrHEHHS maToreHiB. lle 3axucHuil MexaHi3m,

KU BUKOPUCTOBYETHCS JIOAMHOIO HETalHO a00 MPOTATOM KIJIbKOX TOAMH MIiCIs

3yCTpidi 3 MaTOr€HOM ab0 MOILIKOIKEHHS TKaHUH. Bpo/keHa iIMyHHA BIATIOBIAb MOXe

OyTH BUKJIMKAaHA 3aralbHUMHU XIMIYHUMHU CHTHAJIaMU, TTOB'SI3aHUMH 3 KiJIbKOMa IaTo-

r€HaMU, TAKUMH SIK CTPYKTYPH, 110 3HaXOAAThCS Ha KJIITUHHUX CTIHKaX OakTepid abo

rpuOKiB. ATaNTUBHHUM IMYHITET, 3 IHIIOrO OOKY, € aHTUIE€H3AJIC)KHUM Ta aHTUIEH-

crienu(piyHUM, 0 O3HAYae€, M0 BIH pearye Ha JyKe TOYHY XIMIYHY CTPYKTYPY(H)
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(anTHreH(M)) Ta BKIIIOYAE Yac 3aTPUMKH MK BIUIMBOM aHTHUIE€HY Ta MaKCUMAaJIbHOIO
BIJIMOBIII0. BaXKIMBOIO 03HAKOIO aJJalTUBHOTO IMYHITETY € 3/IaTHICTh JIO ITaM'sTi, siKa
JI03BOJISIE JIFOIUHI (DOPMYBATH IIBUAIITY Ta €(EKTUBHINTY IMyHHY BIJMOBIAb TPU MOAAIb-
IIIOMY KOHTaKTi 3 aHTUTEeHOM. LIs1 peakitis mam'siti J03BOJIsiE Xa3siHy €HepriitHO O0poTHCS
3 IH(EKINE Ta € OCHOBOIO JIJIS CTpaTeriid BakmuHarlii. Bpomkennit Ta aganTHBHHAMA
IMYHITET HE € B3a€EMOBUKIIIOUHUMH MEXaHI3MaMH 3aXHUCTY, a PaIlie JOMOBHIOIOTh ONH
OJIHOTO Ta B3a€EMO/IIIOTh, TpUUOMY AeheKTH B OyAb-sKiil 13 CUCTEM MPU3BOASITH 0
Bpa3JIMBOCTI OpraHizMy ab0 HeaJleKBaTHUX peakiliid. YacTo BpokeHa iIMyHHa BIANOBIAb
JI0TIOMarae CupsiMyBaTH MIBUITY Ta e€(EeKTUBHIIIY HAOYTy BIANOBIAb HAa 1HPEKIIIIO.
Bpoosicenuit imynimem BKITIOYa€ YOTUPH TUIN 3aXUCHUX Oap'epiB: aHATOMIYHI
(mkipa Ta ciu3oBa 000JOHKA), (pi3iosoriyHi (Temmeparypa, HU3bKui pH Ta XiMiuHi
MeiaToOpH), CHIOUMTapHi, (haronuTapHi, a TaKoX 3amanbHi. Hrkye miacymMoBaHO

Hecnenudiuai MexaHi3Mu 3axucty (puc. 2).

3AXUCHUIA
BAP'EP m ®AKTOP / TPUKNIAL
LUKIPA B
pr— araTowaposuii -
=t/ [ enieniii, keparan (£

MexaHiuHo nepeluKogXae ; i i

NPOHUKHEHHIO #
MikpoopraHi3mis > {

= Kucamit pH, nit, \ — Mpurki i
! T — : V) Ve purHiuye pict
| A XimiuHmit wKipHe cano (¥ Q)H) 6akrepii i rpubis
&=
/ﬁ)

CJIN30BI - . e 3atpumye
OBOJIOHKM R e MiKpOOpraHiaMu
.. Biliku murotausoro ,,, , BuBeneHHs HacTuHoK
MexaHiuuit 1700041 Ha30BHi (MyKOLMAIAPHUAT & o
enitenito § oI
KAipeHc) \.(,}
=
y A Nizoumm y camHi, e PyiiHye KNITUHHY anKy
0 Kbt cnbosax Q)Q ;@‘ GaxTepiti ‘
= o

°
— HCl (pH 1-2) . 3Huwye BinblwicTs o
a Xininui ° @’ HCL ; MiKpoopraHiamis gﬁ‘, °
° W 8 »

; KoHkypeHujis 3 natoreHamu
HopmansHa mikpodnopa ypeHul ;
& Bionoriuuit b pente 3a NOXWBHI PEYOBUHM ’é‘
L= s W i Micue
a% @ (F R

®arouutos .
v Kni S = = . . [MornuHaHHs i 3HNLEHHS s
JITHHHAN i R 1 #) ‘A 3 6akTepiit (yTBOPEHHS rHOH0) oy
©. & AN
Knituuuuit
@ . " 3HuweHHs Bipyc-indikoBaHux o na®
Knituttnia KNiTMH 6€3 yyacTi aHTuTin %\/;

MIA3MA KPOBI Cuctema KOMNNeMeHTy Nisuc 6akTepii,
f TymopansHuit

9 oncomzaum Q{Q
_a @ (no3HaueHHs ans ¢aroum|s)

NJA3MA KPOB' IHTepdeporu . 'ﬁ'
TymopansHuii " . TIpUrHIYEHHS PO3MHOXEHHS v
6 a ) . °; A Q, ) BipyCiB ¥ KNiTHHax

TKAHMHM

3HULLEHHS NaTOreHiB, ﬁ
3anyck 3ananeHHs @

Mputik KniTwH i pakTopis *
3aXUCTY B OCEPeAOK iHdekuii @x @

OPrAHI3M N Juxomarka TansMye POIMHOKEHHS Q
CucTemHa peakujs 138-39°C o i Q 3 i

BpopeHuit iMyHITET — ue neplua niHia 3axucTy opraHiamy, fika Ai€ WBNUAKO Ta HecneundiyHo * *:
npoTy 6yab-SKMX YYXKOPIAHUX areHTis. @ £ 3

Puc. 2. Hecienudiuni MexaHi3MH 3aXUCTy
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Bpomxenuii iMyHITET 10 NaTOrEHIB YacTO CIUPAETHCS HA PELENTOPH PO3Ii3Ha-
BaHHs 00pa3iB, SKi JO3BOJSIOTH OOMEXKEHOMY KOJIy IMYHHUX KJIITHH BHSIBJISTH Ta
MIBUKO pearyBaTd Ha IIMPOKUNA CHEKTP MATOrEHIB, 10 MAIOTh CIUIbHI CTPYKTYPH,
BIJIOMI SIK TIATOT€H-aCOI[iiiOBaHI MOJEKYJIApHiI natepHu. [IpukiagaMu mboro € Kom-
MOHEHTH KJIITUHHOI CTIHKM OaKTepid, Taki sK JIIOIOJicaxapuau Ta JIBOJAHIIOTOBa
pUOOHYKJIETHOBAa KHCJIOTa, IO YTBOPIOIOTHCSA TPHU PEIUTIKAIlii BIpYCHOI 1HGEKII.
KpiMm Toro, Bpo/ikeHa iMyHHA CHCTEMa pearye Ha CUTHAJIM BiJl MEPTBUX Ta BMUPAIOUUX
KIIITHH, TO3BOJISIIOYHM BPOKEHOMY IMYHITETY MOO1TI3yBaTHCs, AKIIO (i3uyHi Oap'epw,
10 3aXUINAIOTh OpraHi3M, momkoKeHi. Li mpolecu BKIIOYAaIOTh XIMIYHI PEUOBUHH,
BIJIOMI SIK «aJapMiHKW», Ta MOJICKYJISIPHI MaTEPHH, MOB'S3aH1 3 MOUIKOKEHHSM, 110
YTBOPIOIOTHCS Y BIATOBI/Ib HA MOIIKOKEHHS KIITUH Ta TKAHUH.

BaxxnuBoro (QyHKIIE€I0 BPOHKEHOTO IMYHITETY € IIBUAKE 3IyYCHHS IMyHHUX
KJIITAH 10 BOTHUIL 1H(EKIII Ta 3anajieHHs HUISIXOM BUPOOJEHHS IIUTOKIHIB Ta XEMO-
KiHIB (OUIKIB, 110 O€PYTh Y4acTh y MIKKIITUHHIA KOMYHIKAIT Ta 3aJTy4€HHI IMyHHHUX
KJIITAH). BUpoOJIEHHA LIMTOKIHIB 1]l YaC BPOJYKEHOTO IMYHITETY MOOLII3Yy€ 3aXUCHI
MeXaHI3MH B YChOMY OpraHi3Mi, a TAKOXK aKTUBYE MICIIEBI KIITUHHI peakilii Ha 1HPEKITio
a00 momkomkeHHd. KimrouoBMMH 3anajiIbHUMM [TUTOKIHAMH, IO BUBLIBHSIOTHCS ITi
Yyac paHHbOI peakiiii Ha OakTepianbHy 1HGEKII0, € pakTop Hekpo3y myxiaunu (OHIT),
inTepnerikin 1 (IJI-1) ta iaTepneiikin 6 (IJI-6). Lli nuToKiHM MaiOTh BUpIIIAIbHE
3HAYEHHS JJIS1 COPUSHHS 3aTy4E€HHIO KIIITHH, MICIICBOMY 3alajeHHIO Ta MOCHJICHHIO
BUPOOJICHHS CIU3Y, M0 HEOOXIJHO JJIA OYMIIECHHS BiJ Oaratbox maTtoreHiB. Bonu
TaKOX CHPUSIOTh PO3BUTKY JIMXOMAHKH. [lopymieHHsT perynsimii BUpOOICHHS TaKuX
3amaJibHUX ITUTOKIHIB, BHACIIJOK YOTO0 BOHU BUPOOJISIOTHCS HAIMIpHO 0€3 1H(eKIIIl,
4acTo MOB'sI3aHE 13 3aNaIbHUMHU 200 ayTOIMyHHUMH 3aXBOPIOBAHHIMMU, 10 POOUTH iX
BOXJIMBUMU TEPANEBTUYHUMU MimeHssMu. Xemokiau, Taki sk CXCL8 (IL-8) ta CCL2,
COPSIMOBYIOTh PYX KPUTHYHO BaXJIMBUX IMyHHHMX KIIITUH (HEUTPOQLIIB Ta MOHOIUTIB)
y TKaHUHH JJ1s1 00pOoThOM 3 1H(ekiier. [[uToKkiHM Ta XeMOKIHU, 10 BUPOOISIOTHCS
1] 4ac BPOPKEHOI IMYyHHOI BIJMOBI/I, TaKOX CHPUSIOTH MPABUIBHOMY PO3BUTKY
e(EeKTUBHOI aJIaNTUBHOI IMyHHOI BIJNOBI/II, TOCUJIIOIOUM aKTUBHICTh AHTUTC€HITPE3EH-
TYIOUHX KJIITHH Ta 30UIbIIYIOYH HAKOMTMYEHHSI KIIITUH y JTIM(paTUYHUX BY3JIax.

Cucmema komnaemenmy — 11e 610XIMIYHHUIA KacKaJl, IKUH (DYHKIIIOHYE JJIsT 11€HTH-
¢ikarii Ta orcoHizarii 6akTepiit Ta 1HIMX MaToreHiB. BoHa poOUTh maToreHu Crpuii-
HATIMBUMU A0 (paromrosy, a TakoxK Oe3MmocepeiHbO 3HUIILYE JESKi MATOreHu Ta iHdi-
koBaHi kimiTuHu. daronuTapHa Misi BPOHKEHOT IMYHHOT BIATIOBI/I CIIPHSIE OYUIIIEHHIO
B1Jl MEPTBHX KJIITHUH a00 KOMIUIEKCIB aHTUTL Ta BUJIAJISiE€ YY>KOP1/IHI pEYOBUHU, IIPU-
CYTHI B OpraHax, TKaHuHax, KpoBi Ta JiM}i. BoHa Takox MOke aKTUBYBaTH aJallTUBHY
IMyHHY BiANOBiAb. UMCIEHH] KIITHHH, Takl K daromutu (Makpodaru ta HeHTpodiim),
ACHAPUTHI KIITUHU, Ty4H1 KITHHH, 0a30¢iau, eo3unodinu, npupoani kitepu (NK)
Ta BPOJKEHI TIM(OIAHI KIITUHHU, OEpYyTh yUacTh Y BPOJKEHIM IMyHH1H BiMOBIII.
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daronuTy NOIUISIFOTHCS Ha JIBA OCHOBHI TUIW KJIITUH: HEUTpo(dim Ta Makpodary.
OOuaBa TUMMM KJIITHH MAKOTh CXOXKY (YHKI[II0: moriauHaTu ((haronuTyBaT) MiKpoou
Ta 3HMINYBATH iX 3a JOMOMOIOI0 YHCIEHHUX OaKTepUIMIHUX UUIAXiB. OKpiMm
¢darouuTapHUX BIACTHBOCTEH, HEUTPOQIIM MICTITH TpaHyIH Ta (HEPMEHTHI ILISXH,
10 CIOPUSIOTH 3HUILEHHIO MAaTOreHHUX MikpoOiB. Ha BiamiHy Bif HEHTpoQiIiB, K1 €
KOPOTKOKMBYYHUMHU KIIITUHAMH, IO IIBUIKO MOOUTIZYIOTBCS A0 MiClbh 1H(EKIIIi,
Makpodaru — 11e JOBrOKMBYYl KJIITHHHU, SKI TATPYJIIOIOTh OPraHi3M Ta BUAAISIOTH
aTOreHU, MEPTB1 KJIITHHHU Ta MIKIUTMBI yiaaMKu. L{i KIITUHU HE TUIBKHU BIIITParoOTh
poJib y (parouuTosi, ajie i 0epyTh ydacTh y NMpe3eHTallii aHTUreHiB T-KiIiTHHAM.

JIeHApUTHI KIIITHHU TaKOX (arouuTyIOTh 1 (YHKIIOHYIOTh SIK aHTUTEHHI KJIITHHH,
HIIII0I0YHM Ha0YTy IMyHHY BIATIOBIIb Ta JIFOYU K CIIOIYyYH] KJIITUHU MK BPOJKCHUM
Ta aJlallTUBHUM 1IMYHITETOM.

TyuH1 K1ITHHY Ta 6a30(1IM MaIOTh 0arato CHUIBHUX PUC 1 BIAITPAIOTh BaXKJIUBY
poJIb B IHIIIAIl TOCTPUX 3amaIbHUX peakiiil (amepris ta actma). TydHi KIITHHH
TaKOXX € paHHIMU MPOAYIEHTAMU IIMUTOKIHIB y BIJINOBiJIb Ha 1H(EKIII0 a00 TpaBMmy.
Ha BigMiHY BiJl TYYHUX KIIITHH, SIK1 3a3BUYail 3HAXOATHCS Y CIIOJNYYHIN TKaHWHI, 1110
OTOYY€ KPOBOHOCHI CY/IMHHU, 1 0COOJIMBO MOLIMPEHI HA CIIM30BUX 000JIIOHKAX, 0a30(1Iu
3a3BUYal 3HAXOAATHCS B KPOBOOOITY Ta PEKPYTYIOThCS 10 TKAHUH Micis 1HDeK1i abo
M1 4aC XPOHIYHOTO AJIEPTIYHOrO 3aXBOPIOBAHHS.

Eo3suHOMinm — 1e TpaHyaoIuUTH, IO MaroTh (¢aroiuTapHi BIACTUBOCTI Ta
BIJIIrPAlOTh BAKIIMBY POJIb Yy 3HMINEHHI mapa3uTiB. [lopsia 13 TyYHUMHU KIITHHAMH
Ta 6a3o¢iy1aMy, BOHU TaKOX MOB'SI3aH1 3 aJlepri€lo Ta aCTMOIO.

NK-kITHHE BiAIrpaloTh BaXKJIUBY POJIb y BIATOPTHEHHI MyXJIMH Ta 3HUIICHHI
KJIITUH, 1H(QIKOBAaHMX BIpycaMW LUISIXOM BHBUJIbHEHHS NMep(OpHUHIB Ta T'PAH3UMIB
(OUIKIB, IO BUKJIMKAIOTH JII3UC KIITUH-MIMIEHEH), Ta 1HAYKYIOTh 3alporpamMoBaHy
KJIITUHHY 3aruoenb ado anonto3. NK-KIITUHM TakoX € BaXXKJIUBUM JIKEPEIOM IHTEP-
depony-ramma (IFN-y), sikuii moromarae MOO1TI3yBaTH aHTUBIPYCHI KIIITUHU Ta CIIPUSIE
PO3BUTKY €(EKTUBHOIO MPOTHUBIPYCHOTO aJanTUBHOro iMyHitery. NK-KIiTHHH €
YaCTHUHOKO BEJIMKOI TPYNU BPOKEHUX JIMQPOIMHUX KIIITHH; 1HII YJICHH 1€l POIUHA
BIJIIrPatOTh OUIBII PETYIATOPHY poOjb. 3aiexHo BiJ ixHboro tumy (todto ILC-1,
ILC-2, ILC-3), BoHr BUOIPKOBO MPOAYKYIOTh HIUTOKIHM, TaKki ik [L-4, [FN-y Ta [L-17
BIIMOBIJTHO, K1 JOMOMArarTh CIPSMYBAaTH BiJMOBIIHY PaHHIO IMyHHY BIJIOBiIb
Ha crien(}ivHi MaTOTeHW Ta CHPHUSIOTH IMyHHIA PETyIsIii B 1[I TKaHWHI, ajie s
OTO HE MOTPeOYIOTh creuu(iuHOi aHTUTeHHOI CTUMYJISIHii. KiiTHHM BpOMXKEHOTo

IMYHITETY, IXHI XapaKTEPUCTUKN Ta MEXaHI3MH JIii TPEACTABICHO Ha puc. 3.
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Puc. 3. KiniTuHM BpO)KEHOTO IMYHITETY: XapaKTepUCTUKa Ta (QYHKIIIT

Po3Butok adanmuenozo imynimemy BiNIOYyBa€TbCS 3aBIAKU i BPOHKEHOT
IMyHHO1 CUCTeMH. AJTAaNITUBHUI IMYHITET € KPUTHYHO Ba)KJIMBUM, KOJH BPOKEHUIN
IMYHITET Hee(EKTUBHHI y TTIOBHOMY 3HHINCHHI 1H()EKIIHHUX areHTIB, a TaKOX IS
3a0€3MeUYeHHs MOCUJICHOT «T1aM'sIT1» BIMOBI/II HAa TMMOBTOPHI 1H(EKIi (HampuKiIaa Ha
CE30HHI BIPYCH, TaKi K TPUIT a00 TSHKKUW TOCTPUHN PeCHipaTOpHU CHHAPOM KOpPOHa-
Bipycy-2 (SARS-CoV-2)). OcHoBHMMHU (YHKIISIMUA aIallTUBHOT IMyHHOI BiJIOBII €
pO3Mi3HaBaHHs CHENU(IYHUX «UY>KUX» AHTUTEHIB, MOB'SA3aHUX 3 MAaTOreHaMH abo
IHIIMMU 3arpo3aMM, reHepailisi ado MOCUJICHHS IMYHHHMX €(eKTOpHHUX MUISAXIB, SKI
MOKYTh 3HUIIYBaTH crienudivni nmaToreHu ado 1iH(IKOBaHI MaTOreHaMu KIITHHH, Ta

PO3BUTOK IMYHOJIOTIUHOT MaM'sIT1, sIKa MO>KE IIBUKO 3HUIILYBATH CICIM(DIUYHMIA TATOTeH
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y pa3l BUHUKHEHHS HACTYyMHUX 1H(QeKIii. AganTuBHa iIMyHHA BiJNOBiAb € OCHOBOIO
edekTuBHOI 1MyHI3aIli OpoTH 1HGEKIIMHUX 3axBOproBaHb. KiIiTHHU amxanTUBHOI
IMyHHOI CHCTEMH BKJIIOYAIOTh aHTUreHcnerudiuni T-KIITHUHH, SKI aKTHUBYIOTHCS
10 mpoideparii mia Ai€l0 aHTUTEH-TIPOTETHOBUX KJIITHH 1 BIITPalOTh KUTbKa posieh
y 00poTh01 3 iH(DEKIIIMU Ta pakoM, a TaKoX B-KIiTHHH, SKI AUQPEPEHIIIOIOTHCS
B IJIA3MATHYHI KIITHHH JIJI1 CHHTE3Y aHTHUTLII.

T-KJIITUHH TOXOJATH 13 TEMOMOETUYHUX CTOBOYPOBHUX KJIITUH KICTKOBOTO MO3KY
Ta MiCcJIsl MIrparii 103piBaTh y TUMYCI. LI KIITHHN eKCIIPEecyroTh Ha CBOIH MeMOpaHi
CEPII0 YHIKAIBHUX aHTUTECH3B'SI3YIOUMX PEICNTOPIB, BIIOMUX SIK T-KIITUHHI pelenTopu
(TCR). Koxna T-xmituHa excripecye oaud tunm TCR, sKkuil 3B'S3y€ThCS 3 MEBHOIO
YHIKaJIbHOIO XIMIYHOIO CTPYKTYpOIO aHTHTeHY. Y KOXKHOI JIIOJUHH € KIJTbKa THCSY
yHikanbHUX TCR Ha T-kmitunax. i T-x1iTHHA MarOTh 3JaTHICTh IIBUJIKO JIJTUTHUCA,
npoidepyBatu Ta qudepeniitoBatucs B Tum(u) T-KaiTUH 31 crieuIYHUMH POJISIMU
B imyHITeTi. [li poil BKJIIOYAIOTH PEryssilil0 IMyHHOI CHUCTEMHU, CTUMYJIIOBAaHHS
BUPOOJICHHSA aHTUTL B-KIIITUHAMH Ta MpsiMe 3HMINEHHS BIpyCHO-1H(pIKOBaHUX a0o0
PaKOBUX KITUH. T-KIITUHU JTUISTHCSA Ta MPOMiEpyrOTh JUIIE 32 YMOBUA OTPUMAHHS
BIJIMOBIJHUX CUTHATIB Yepe3 A0 aHTUTCH-NIPOTETHOBUX KIIITUH (3a3BUYAld JICHIPUTHUX
KJIITHH, aje 1HoA1 Makpo@ariB, B-KIiTHH a00 CTPYKTYpHUX KIIITHH) [T pO3MTi3HABaHHS
crienu(p1yHOTO aHTUTEHY .

[ToBepxni antureH-npesentyrounx kmtuH (AIIK) ekcnpecyroth rpymy OUIKiB,
BiZIOMUX $IK rosioBHUH KoMIuteke rictocymicHocTi (I'KD). KT knacudikyrorscs sik kiac [
(Tako>x 3BaH1 JIOACHKUM Jeiikorutapaum anturenom [HLA] A, B ta C), ski 3Haxo-
ISTHCS Ha BCIX sAepHUX KimiThHax, ado kiac Il (takox 3Bani HLA-DP, -DQ Ta -DR),
AK1 3HAXOJIATHCS JIMIIE HA TIEBHUX KIITUHAX IMyHHOI CUCTEMH, BKIIIOYAIOYH Makpodaru,
JOeHJIpUTHI KNiTUHU Ta B-xmituau. Monekymu KT knacy [ mpencTaBisitoTh €HI0TeHHI
(BHYTPILIHBOKJIITUHHI) MENTUIM, TaKl K BIPYCHI MENTUIU, B 1H(PIKOBAHUX BIPYCOM
KIIITUHAX, ToAl sk Mosiekynu kiacy Il ma I'KI™ npencraBisitoTs ek30reHHi (03K THHHI)
TISNTUM, TaKi SK TeNTUaM Bij Oararbox Oakrepiit 1o T-kmituH. 1l 6imku KT memoHcT-
PYIOTh (pparMeHTH aHTUTEHIB (TMIEMTHIIB), KOJIUA KIITHHA 1H()IKOBaHA BHYTPIIIHbOKIII-
TUHHUM MaTOT€HOM, TaKUM SIK BIpyc, 200 (parouutyBasia yy’opiJiHi OUTKM YU OpraHi3MHU.

T-KJIITUHY MaOTh NIMPOKUHN CHEKTP yHIKaIbHUX T-kmiTuHHUX peuentopis (TKP),
AK1 MOXKYTb 3B'sI3yBaTUCS 31 ClIEUU(PIUHUMU YyKOPITHUMHU nienTuaamu. [1in yac po3BUTKyY
iMyHHO1 cucTteMu T-KIITHHH, SKi pearyroTh Ha aHTUTECHH, 110 3a3BUYail 3HAXOATHCS
B HAIlIOMY OpraHi3Mi, 3HAYHOIO MIPOIO 3HUILYIOThCS, a 1HIII IMyHHI MEXaHI3MH 3HIKYIOTh
peakiiro T-KJIITHH Ha PEUYOBUHHU, 1110 3a3BUYAN 3HAXOJSATHCSA B HAIIIOMY CEPEIOBUIII,
Taki K DKa. T-KITUHU aKTUBYIOTBCS, KOJIM BOHHU 3yCTPIYalOTh AHTUT€HHUN KIIITHHHUM
komruieke (AKK), sikuil mepeTpaBUB aHTUTEH 1 JIEMOHCTPYE MPaBUJIbHI (DparMeHTH

aHTUreHy (MenTuan), 3B's13aH1 3 HOro MOJICKYJIaMH, JIJIs 3B'sI3yBaHHS 31 cIeIU(DIYHIM
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TKP wmiei T-xmituaU. MOXIUBOCTI )1 TpaBWIbHUX T-KiIiTUH KOHTakTyBath 3 AIIK,
10 HECE BIAMOBIAHUN MENTUIHUNA KOMIUICKC, 301IBIITYIOTHCS 3aBISKUA ITUPKYIIAIIT
T-kmTHH N0 BcboMy TiTY (depe3 MiM(aTuyHy CUCTEMY Ta KPOBOTIK) Ta iX HAKOTTMUYEHHIO
(pazom 3 AIIK) y mimparnunux By3nax. Kommueke MHC—anturen aktuBye TCR,
1 T-ximiTHHA CeKpeTye IMUTOKIHM, SKi JOAATKOBO KOHTPOJIIOIOTH IMyHHY BilmoBiab. e
MIPOIIEC MPE3EHTAIlll AaHTUTEHY, y TIOETHAHHI 13 CUTHAJIAMH, 1110 HAAI0ThCS JIOKATbHIUMHA
IIUTOKIHAMH, CTUMYITIO€ T-KIMTHHHU 10 AudepeHIiialii, TOJOBHUM YMHOM, Y ITUTOTOK-
cuyni T-kmituaM (CD8 + kmitunn) a6o T-xennepu (Th) (CD4 + kniTunHM).

[Hurotokcnuni CD8 + T-xmiTuHU B mepiry uepry OepyTh ydacTh y PyHHYBaHHI
KIITHH, 1H)IKOBAaHUX YY>KOPITHUMH areHTaMu, TAKUMU SIK BIpycH ab0 BHYTPILIIHBOKJTI-
TUHHI OaKTepii, a TAKOXK y 3HUIIECHHI JESIKUX TUIB MyXJIMHHUX KITHH. LI KIiTHHHA
3B's13aHUM 3 Mosekyiamu MHC knacy I, siki MOXHa 3HailTH Ha OUIBLIOCTI KIIITHH.
KrnonanpHa excnaHcis MUTOTOKCUYHMX T-KIITHUH YTBOpIOE €()EeKTOpHI KIITHHHU, 5K
BUBUIBHSIOTH PEUOBHHM, IO 1HAYKYIOTh anonTo3 KIITUH-MilIeHed. [licis 3HUKHeHHS
1H(eKIii OUTIIICTh €)EeKTOPHUX KIIITUH THMHYTh 1 3HUINYIOThCS (aroruramu. OnHak
JeSIK1 3 UX KJIITUH 30€pIraloThesl K KIITUHM TaM'sITl, K1 MOXYTh IIBUIKO AU(EpEH-
L1IOBaTHCS B €(DEKTOPHI KJIITUHU NPU HACTYMHUX 3YCTpidyax 3 THM CaAMUM aHTHUT€HOM
ab0 MaTOreHOM.

CD4 + T-xenmepu (Th) BimirparoTs BaXJIMBY pOJib Y BCTAHOBJICHHI Ta MaKCUMI3aIlii
iIMyHHOI BiamoBiai. Ll KIMTHHN HE MaOTh MUTOTOKCHUYHOI M (harorMTapHOi aKTHB-
HOCTI Ta HE MOXYTb O€3MOCepeIHhO 3HUIIYBATH 1H(IKOBAHI KIITUHUA 200 MAaTOTCHH.
HaromicTe BOHHM CHIpsIMOBYIOTH 1HII KJIITUHM Ha BUKOHAHHS IMX 3aBJaHb Ta PETy-
JIOKOTH THUI IMyHHOI BIAMOBIAIL, 1110 PO3BUBAETHCA. Th-KIITUHU aKTUBYIOTHCS IUISIXOM
po3nizHaBaHHss TCR antHreny, 3B'azanoro 3 moisiekyasamu MHC kmacy II. ITicas
akTuBallli Th-KIITHHA BUBUIBHSAIOTH IIMTOKIHY, SIK1 BIIMBAIOTh HA aKTHMBHICTH OaraTbox
TUMIB KIiTHH, BKIoyaoun APC, ski ix aktuByroTh. Peakitii CD4-KIiTHH BKIIIOYAIOTh
BUPOOJICHHS CTICIIa/II30BaHUX MUTOKIHIB, TakuxX K [L-4, [L-17 Ta IFN-y, sxi MOXyTh
MOCHJTIOBATH 1HIN aCTEeKTH IMYHHOI BIATOBIII, TaKi sIK BUPOOJCHHS aHTUTLT B-kiii-
TUHAMHU, 3HUIIYBaJIbHA aKTUBHICTh NK-KIITHH Ta 37aTHICTh MakpodariB MorjIuHaTH
Ta 3HMILYBATU OaKTepii.

Icnye kinbka TumiB BignoBiaen Th-kmituH, HattyacTimumu € Thl, Th2 ta Thl7.
Biamosine Thl xapaktepusyerbes npoaykiiero [FN-y, skuit aktuBye OakTepuniuany
aKTUBHICTh MakpodariB Ta MOCHIIOE TTPOTUBIPYCHUN IMYHITET, & TAKOX IMYHITET /10
IHITMX BHYTPINIHBOKIITUHHUX TMatoreHiB. [{utokiam, mo moxonate Big Thl, Takox
cnpusioTh AudepeHiiani B-kimTiuH 11t BUpOOJICHHS OTICOHI3YIOYMX aHTHUTLI, IO
NiABUINYIOTh e(dekTuBHICTh (arouutiB. HeamekBatna BianmoBiap Thl mnoB's3ana

3 ICBHUMMU aYTOiMYHHI/IMI/I 3aXBOPIOBAHHAMM.
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Th2-BiamnoBiap XxapakTepu3yeThCsl BUBLIbHEHHSIM UTOKIHIB (IL-4, 5 Ta 13), sxi
CHPUSIIOTh PO3BUTKY MOTYKHUX aHTUTLI AJIs1 OOPOTHOM 3 MO3AKIITHHHUMHE 1H(EKLISIMHU.
Jlo HMX HajeXaTh B-KIITHHH, 0 MPOAYKYIOTh aHTUTLIA iMyHornoOyminy E (IgE),
a TaKOXK PO3BUTOK Ta PEKPYTYBaHHS TyYHUX KJIITHH Ta €03MHOQLIIB, SKI HEOOXITHI
JUIs €peKTUBHOI BIJIMIOB1I1 TPOTH OaraThoX IMapasuTiB. KpiM TOro, BOHU MOCHIIIOIOTH
BUpoOeHHs meBHUX (opm IgG, axi momomaraioTe y 60poTh0i 3 OakTepiaabHOIO
iH(pekmiero. Sk 3ramyBanocs padiiie, Ty4HI KIITHHH Ta €03MHO(MUIN BIIITPaIOTh
BaYXJIMBY POJIb B 1HIIIAI] TOCTPHUX 3alaJIbHUX PEakKIlii, TaKUX fAK Ti, 1[0 CIOCTepira-
I0THCS TIPH aJieprii Ta acTMi.

Otxe, nucOananc mpoayKiii HUTOKiHIB Th2 moB's3anuii 3 pO3BUTKOM aTOMIYHUX
(amepriynmx) ctaniB. Ha mpotuBary npomy, kiituau Th17 xapakTepusyloThcs mpo-
TyKITI€X0 MUTOKIHIB poarHM IL-17 Ta moB's3aH1 3 HOCTIMHUMU 3allaJIbHUMH PEAKITISIMHU,
0cOOJIMBO MPH XPOHIUHIN 1H(EKIi Ta 3axBoproBaHHsX. LI Bianosiae Thl7 perymoerses
KIJJbKOMa I1HIIMMH IMTOKIHAMH, IIOB'S3aHUMH 13 3alajicHHSAM, BKJIrodaroum [L-23
3 T-xmiTiH Ta IHMUX KIITHH. SIK 1 OUTOTOKCHYHI T-KIMTUHHM, OUTRIIICTh T-KINTHH
TUHYTH TICIIs OAYy>KaHHS B1JT 1H(EKIT1, a AesAKl 3aIMIA0ThCA SK T-KIITHHU TTaM'SITi.

PiznoBug CD4 + T-kiiTuH, BiAoMi SIK «peryisatopHi T-kmituam» (T-per), Takox
BIJIIrPalOTh MEBHY POJIb B IMYHHIM BiMOBI/L. T-per-kiIiTHHU 0OMEXKYIOTh Ta MPUTHI-
YyI0Th IMYHHI BiMOB1I1. BOHU Tako nomomararoTh 3ao0IrTi PO3BUTKY ayTOIMYHHUX
3aXBOPIOBAaHb, 3MEHIIYIOYM IMYHHI BIJIOBiAI Ha BJacHI aHTuUreHu. Ll kmiTUHU
BIJIIrPalOTh BUPIMIATIBHY POJb y PO3BUTKY «IMYHHOI TOJEPAaHTHOCTI» /O TEBHHX
YYy>KOP1THUX aHTUTEHIB, TAKHUX SIK Tl, III0 MICTATHCS B i3K1 a00 €KCIPECYIOThCS KOMEH-
CATbHUMU (KOPUCHUMH) OAKTEPISIMUA B KUIIICUHUKY.

B-KJIiTHHH BUHUKAIOTH 13 T€MOINOETUYHUX CTOBOYPOBHUX KIIITHH KICTKOBOTO
MO3KY Ta MICJIsI JO3piBaHHS E€KCIPECyIOTh YHIKaIbHI aHTUTCHCTICU(IUH] perenTopu
Ha cBoill MeMmOpaHi. Ha BigmiHy Bix T-KIIITHH, BOHM MOKYTb PO3II3HABAaTH Ta pearyBaTH
Ha aHTUTeHU Oe3mocepeHbo, 0e3 MoTpedu B aHTUTeH-TIpoTeiHOBUX KiiTuHax (APK),
32 JOMOMOIOK0 XapaKTepHUX AHTUTUI, IO €KCIPECYThCs Ha iX moBepxHi. KoxxHa
B-xniTiHa ekcripecye aHTUTLIIO, SIKE PO3ITI3HAE JIUIIE OJTHY aHTUTCHHY CTPYKTYPY, SKa
HE 000B'SI3KOBO Mae OyTH OUIKOBUM MENTHIOM. AHTUTLIA TAKOXK MOXYTb PO3Ii3HaBaTH
JIMIHI Ta BYTJIEBOIHI CTPYKTYPH, IO MPOAYKYIOThCS natoreHaMu. OCHOBHOIO (DYHKITIEIO
B-xmitiH € BUPOOJCHHS aHTUTII TPOTH YYXKOpimHUX aHTureHiB. lle Bumarae ix
noJaTbINOI TudepeHtialiii. 3a meBHUX 00CTaBUH B-KITITHHU Takok MOXKYTh 1isTH sk APK.
B-xmitiHM 3a3Hat0Th npomidepariii mpu akTUBaIli aHTUTEHAMU. 3a3BUYail 3a JOTMO-
Moror curdamiB B CD4 T-kIiTHH Ta JOKAIBHUX IIUTOKIHIB BOHU AU(PEPEHITIOIOThCS
Ha IJIa3MaTUYHI KIITHHY, 0 CEKPETYIOTh aHTUTLIA, ado B-kimituau nam'sati. OctanHi
€ «JIOBrOKMBYUYUMI» KIITHHAMM, 1110 BUKWIIN MICIST MUHYJIO! 1HMEKIII1, 1 MPOJI0BKYIOTh
eKCIPeCcyBaTH aHTUTeH3B'13yI04il perientopu. Lli KIIITHHY HMIBUAKO pearyroTh CHHTE30M
aHTHUTLI, SIKI €TIMIHYIOTh QHTUTEH MPY MOBTOPHOMY KOHTAKTI. [Ima3MaTuyH1 KIITHHH,
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3 1HIIIOTO OOKY, 371€O1IBIIIOTO KUBYTh KOPOTKO Ta BUPOOJISIOTH BEJIMKY KUTbKICTh aHTUTLI,
K1 MIOTPAIUISIIOTH Y KPOBOOOIT 1 TKAaHUHH, 3a0e3neuytoun e(peKTUBHUIM 3aXHCT Bij MaTo-
reHiB. 3 orjsiay Ha iXHIO (DYHKIIIO Y CUHTE31 aHTUTUI, B-KIITHHU BiIIrparOTh BAKIIUBY
pOJIb B IMYHHHX BIATIOBIISX, ONMOCEPEIKOBAHUX aHTUTIIAMHU, HA BIAMIHY BiJ] KIIITHHHO-
OTIOCEPEIKOBAHOT IMYHHOI BIATIOBIII, SIKa PETYIIOETHCS IEPEBAKHO T-KIIITHHAMMU.

AHnmuminoonocepeoxkosanuii iMynimem — 11¢ TIJIKa aJaITHBHOT IMyHHOI CUCTEMH,
IO OIMOCEPEIKOBYETHCA MPOAYKIi€0 aHTUTLT B-kmituHamu. HInsx mpoayKyBaHHS
AHTUTLI TIOYMHAETHCS, KOJU aHTUTCH3B'SI3yI0unil penentop B-kiaiTuHU po3mizHae Ta
3B'SA3Y€EThCS 3 AaHTUTCHOM y MOro HaTuBHIN Gopmi. JlokanbHi T-KIITHHA CEKPETYIOTh
IUTOKIHHU, SIKI JOTIOMaraloTh B-KIITHHAM pPO3MHOXKYBAaTUCS Ta CHPSAMOBYIOTH THII
aHTHUTLI, AK1 OyIyTh MpoAyKyBatucs. Jleski uuTokinu, Taki sk IL-6, gomomaraioThb
B-kniTiHaMm 103piBaTH B IJIa3MaTUYHI KJIITUHH, 110 CEKPETYIOTh aHTuTLIa. CekpeTo-
BaHI AaHTHUTLJIA 3B'A3YIOTHCS 3 AHTUT'€HAMU Ha MMOBEPXHI NATOT€HIB, CUTHAII3YIOUHU PO
iX 3HMINEHHA MUISIXOM aKTHBAIlli KOMIUIEMEHTY, CIPUSIHHS (aroluTo3y OINCOHIHAMHU
Ta eJiMiHallli TaToreHy IMyHHUMH edeKTopHUMU KiiTuHaMmu. [licis eniminanii naro-
reHy KOMIUIEKCH aHTUT€H—aHTUTUIO BUIAISIOTHCA KAaCKaJOM KOMILJIEMEHTY, TOM1 SIK
MEPTBI KJIITUHU BUJAJSIOTHCS (parOLUTaMHU.

B-kiitriHA BUPOOIISIIOTH IT'ATh OCHOBHUX TUIB aHTUTLT: IgA, IgD, IgE, IgG Ta IgM.
AnTtutina IgG MoxHaA 10JaTKOBO MOJIJIUTH HA CTPYKTYPHO Pi3HI MIJIKJIACH 3 PI13HOIO
3JIaTHICTIO (pIKCYBAaTH KOMILUIEMEHT, JISITH K ONCOHIHU Ta HEUTpasi3yBaTh TOKCUHU
1 Bipycu. OCHOBHI KJIACH aHTUTLI MalOTh CYTTEBO Pi3HI Oi0J0Ti4HI (QYHKIIT Ta PO3Mi3-
HaIOTh 1 HEUTpamizyoTh cienudiudi natoreHu. Ha puc. 4 nmijgcymoBano pi3Hi GyHKIII1
aHTuTiN Ig. AHTHUTUIA BIAITPAlOTh BAXJIMBY POJIb y CTPUMYBaHHI BipycHOI 1H]EKIIi
MiJ1 yac rocTpoi (a3u abo B 3amo0iraHHi NOTPAILIIHHIO BIPYCIB Y KIIITHHHU.

Ki1touoBUM KJIITUHHUM IMYHHHM IPOLIECOM € aKTUBalllsl aHTUT€HCHEeU(pIUYHUX
LIUTOTOKCUYHUX T-KIITHH, SIKI MOXKYTh 1HAYKYBATH arloNTo3 KJIITHH, 1110 MAalOTh Ha CBOIN
MOBEPXHI YYXKOPIiJIHI aHTUTEHH a00 TMOXIJHI MEeNTHIIU, TaKl SIK KIITHHH, 1H()IKOBaHI
BIPYCOM, KJIITHHU 3 BHYTPIITHHOKJIITHHHAMU OAKTEPIsIMH Ta PAKOBI KIIITHHU, 1110 MAIOTh
nyxaunHl aaturend. [poaykiis T- ta NK-xmituaamu 1iutokiniB, Takux sk [FN-y ta
IL-17, nonaTkoBO onocepekoBy€e ePeKTUBHY IMyHHY BIJIIOBI/Ib, TIOCHITIOIOYN PO3BUTOK
uutoTokcmuux (CD8+) T-xmitun. [lomiObni curnHanu Big T-KIITHH MOCUIIOIOTH
akTuBailito Makpogaris Ta NK-kIiTUH, J03BOJIAIOYM iM 3HUIILYBATU BHYTPIIIHHOKII-
THWHHI matoreHu. KITUHHUN IMyHITET CIIpSIMOBAaHUN TOJIOBHUM YWHOM Ha MIKpoOH,
SK1 BIDKMBAIOTH Y (parorurax, a TaKoX Ha Ti, MO 1HPIKYIOTh HeharouTapHi KIITHHHA
Ta 30epiratoThCsl BHYTPIIHBOKIITHHHO. Llel Tum iMyHITeTY HalieeKTUBHIINM
y 3HUIIEHH] 1H()IKOBAaHUX BIpycaMH Ta PaKOBUX KJITHH, aj€ TaKOXX MOXKe OpaTu
y4acTh y 3aXMCTI BiJl TpUOKIB, HAUMPOCTIIIUX Ta BHYTPIITHBOKIITUHHUX OaKkTepiil.

KimiTuHHUN IMYHITET TaKOX BIJIIrpa€e BXKJIUMBY POJIb Y BIITOPTHEHH] TPAHCILJIAHTATA.
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ImMyHOTIIO0YMiHY (QHTUTLIA) € OCHOBHUMH €(DEKTOPHUMH MOJIEKYJIaMHU TYMOPAJIbHOT
JIAHKHU aJallTUBHOTO IMYHITETY Ta 3a0€3MeUyroTh Celu(IuHui 3aXUCT OpraHi3My BiJl
OaxTepiii, BIpyCiB, TOKCHHIB 1 Mapa3UTapHUX areHTiB. BOHM CHHTE3YIOTHCS TUIa3MaTH4-
HUMHM KJIITUHAMU IMCiIsl akTuBaiii B-1iM@onuTiB Ta TOAUISIIOTHCS HA ' STh OCHOBHUX
knaci: IgG, IgA, IgM, IgE Ta IgD, kxoxeH 3 SKux XapaKTepu3yeThbCst 0COOIMBOCTIMHU
OyoBH, JIOKaJi3arii Ta PyHKI[IOHAITBHOI aKTHBHOCTI.

ImynornoOyninu kinacy G (IgG) € HalnomMpeHIMMUA aHTUTLIAMUA CUPOBATKH
KpOBI Ta 3a0€3MeUy0Th TPUBAINM CHCTEMHUM IMyHHUN 3axvcT. BoHU 371aTHI HEMTpa-
J3yBaTh TOKCUHU Ta BIPYCH, aKTUBYBATH CHCTEMY KOMIUIEMEHTY Ta OTICOHI3YBAaTH MIKpPO-
oprani3mu, noJermryioun ix ¢aroruro3. OcobmusicTio IgG € 37aTHICTH POXOAUTH
yepes mialieHTapHui 0ap'ep, 3a0e3reuyourd NacCUBHUIM IMYHITET HOBOHAPOIKEHOTO
B iepii Micsi xKuTta. Kpim toro, IgG 6epyTh y4acTs y BTOpUHHIN IMyHHIM BIAMOBIII
Ta (hopMyBaHH1 IMyHOJIOTIYHOT HaM SITI.

ImynornoOyninu kimacy A (IgA) € OCHOBHMM KOMITOHEHTOM MICIIEBOTO MYKO
3aJIbHOTO iIMyHiTeTy. BOHM mepeBakaroTh y CEKpeTax CIM30BUX OOOJOHOK — CJIWHI,
ClIb03aX, OPOHXIATLHOMY CEKpPETi, TPYJHOMY MOJIOIl Ta BMICTI IUTYHKOBO-KHIIIKOBOTO
Tpakty. OcHOBHOIO (hyHKIII€r0 [gA € HelTpaizailis maTOreHiB Ta MePelKOHKaHHS 1X
aaresii 10 emTemanbHUX KIITHH. 3aBASKH CEKPETOPHOMY KOMIIOHEHTY IIl aHTHUTIJIA
CTIHKI 10 il MPOTEOMITUYHUX (PEPMEHTIB 1 3a0€3MeUYIOTh 3aXUCT CITU30BUX 000JIOHOK
B1/1 iHEKIIMHUX areHTIB.

Imynornooyninu kinacy M (IgM) € nepimMu aHTUTUIAMHU, 110 CUHTE3YIOThCSI 11 4ac
MepBUHHOI IMyHHOI BiJMOBiAl. BoHM MaroTh IEHTaMepHY CTPYKTYpY, IO 3a0e3rnedye
BHCOKY aBIJIHICTh Ta €()EeKTHBHY arjlOTUHAII0 MikpoopraHi3miB. IgM e HalinmoTyxHi-
IIMMH aKTUBATOPaAMH CUCTEMH KOMIUIEMEHTY Ta BIIITPalOTh BaXJIUBY POJIb Y PAHHBOMY
KOHTPOJI 1HPEKUIHHOTO Mpolecy 10 GopMyBaHHS 3pUI0i TyMOPAJIbHOT BIATOBI/I].

Imynorno6yninun knacy E (IgE) GepyTh ywacTb y pO3BUTKY peakuiid rimep-
YYTJAUBOCTI HETAWHOTO THUITy Ta MPOTUNApa3UTapHOMY 3axucTi. BoHu QikcyroTbes
Ha TMOBEPXHI TYYHUX KIITHH 1 6a30(Q11iB, a TP MOBTOPHOMY KOHTAKTI 3 aJIEPreHOM
CIIPUYMHSIOTh BUBUIbHEHHSI 010JI0TIYHO aKTUBHHMX MEAIaTOPIB, 30KpeMa TiCTaMiHy.
[linBuiennsa piBHa IgE wacTo cmocTepiraeTbCs NMpH alepriyHUX 3aXBOPIOBAHHSAX,
aToMIi Ta reJIbMIHTO3aX.

Imynorno6yninu kinacy D (IgD) npencraBneni nmepeBaxHO Ha TTOBEpXHI HaiBHUX
B-nimdoruTiB Ta BUKOHYIOTH (DYHKITIFO PEIENTOPIB IS aHTUTreHy. BoHn OepyTh y4acTh
y mpoliecax akTuBalli, qudepenuianii Ta go3piBanHs B-ximituH. Konuentpanis 1gD

CUPOBATIIl KPOBI € HU3HKOIO0, a iX 010J10r1YHa POJIb 10 KIHIIA HE 3'sicOBaHa.
b
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Koxuuit kimac iMyHOTNIOOyNiHIB BUKOHYE CHEHM(IUHY (PYHKIIO B CHUCTEMI
IMYHHOT'O 3aXHUCTY, a 1X Y3TOJ/[’KeHa B3aeMO/Iis 3a0e3neuye epeKTUBHY HeUTpasi3allito
MaToreHiB, (GOpMyBaHHS IMYHOJIOTTYHOT MaM'sIT1 Ta MiATPUMAHHS IMyHHOTO TOMEOCTa3zy.
[TopymienHss cuHTe3y ab0 (PYHKIIIOHAJIBbHOI AKTHMBHOCTI OKPEMHUX KJIACIB aHTHTLI
MO>K€ OYTH OJTHUM 13 TIPOSIBIB MEPBUHHUX IMyHOIE(DIIUTHUX CTAHIB y JITEH.

OyHKIIT IMyHOTJIOOYJTIHIB PI3HUX KJIaciB CXeMaTHYHO HaBeJeHO Ha puc. 4.

ImyHorno6yninm (lg) — aHTuTINa, WO 3a6e3neuy0Tb ryMOpanbHUM iMyHHUI 3aXMCT OpraHiamy

IgG IgA IgM IgE | IgD
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Puc. 4. ®yHkuii iMyHOr100YNIHIB PI3HUX KJIaCiB

IToHATTSI PO NaCMBHUIA Ta HAOYTHH IMYHITET

Halytuil iMyHITET AOCSraeThCs HUISIXOM MacMBHOI ab0 aKTHMBHOI IMyHI3allii.
[TacuBHa iMyHi3allid 03HAYa€ NIEpPeIavy aKTUBHOTO T'yMOPAJIbHOIO IMYHITETY Y (popMi
«TOTOBUX» aHTUTLI BT OHIET ITOMHM 110 1HIIOI. BoHa MOe BiOyBaTHCS PUPOTHUM
[UIIXOM TPaHCIUIAllEHTapHO abo uepe3 nepenavyy MaTepUHCHKUX aHTUTLT 3 TPYAHUM
MOJIOKOM a0o0 X MOXke OyTH 1HAYKOBaHa INTYYHO ILISXOM BBEACHHS PELUIIEHTY
AHTUTLI, SIK1 3a3BUYail BUPOOJISIOTHCS 3 LIEK0 METOIO Ta CIIPSIMOBAHI HA TIEBHUI MTATOTeH
a60 TokcuH. OcTaHH1{ BaplaHT BUKOPHUCTOBYETHCS, KOJIM ICHYE BUCOKUM PU3UK 1H(EKIIIT
Ta HEJOCTAaTHBO Yacy JJsl PO3BUTKY BJIACHOI IMyHHOI BIAIMOBIAI OpraHizmy abo Jis
3MEHILIEHHS CUMIITOMIB XpPOHIYHUX YM IMyHOCYIPECHBHUX 3aXBOpIOBaHb. [Ipukmamamu
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€ aHTHUTLIA IO PECIiPATOPHO-CHHLIUTIATIBHOTO BIPYCY, SIKI MO>KHA BBOJAUTH HEMOBIISITAM
3 BUCOKHM PU3UKOM JIs 3aro0iranHs 1€l iHdekii, abo o0'ennani Ig, mo HagamThes
oco0am, sKl 3 TCHeTUYHUX YU IHIIUX TPUYUH HE BUPOOJISIIOTH HAJIEAKHOT aHTUTIIIBHOL
BIIITOB1{1 CAMOCTIIHO.

AKTHBHA IMYHI3aIlisl CTOCYETbCS BUPOOJIEHHS aHTUTLI MPOTH CHEUU(PIUHOTO
aHTUTEeHY a00 maToreHy Micis KOHTaKTy 3 HUM. Llei mporec, y popmi BaknuHarlii, €
nyke eEKTUBHUM Yy 3aro0iranHi abo 3MEHIIEHH] TSKKOCTI 0araThoX 1H(EKIHHIX
3aXBOPIOBaHb, BKJIIOYAIOYU TPUM Ta KOpoHaBipycHy xBopoOy (COVID-19). Baknuna
MOJKE CKJIQJIaTUCS 3 1HAKTHBOBAHMX OpraHi3MiB, crieliu(iyHuX O1JIKiB a00 BYTJICBO/IB,
iK1, SIK BIAOMO, 1HAYKYIOTH iMyHITeT, abo matpuuyHoi PHK s BaxknmuBux OiiKiB
JUTSl MAaTOreH1B. ATeHyHoBaH1 (0cinaliieH1) MaTOreHH TaKOoX 1HOA1 BUKOPUCTOBYIOTHCA
U1 iMyH13a1iii. 3aBasKd BaKIMHAIll IMyHHa CHCTEMa PO3BUBAE PEAKIIO TaM'sTi
Ha MOTEHIIIHUYN MaToTeH. SKIo 3 HUM 3ITKHYThCSl B MallOyTHbOMY, IMyHHA CHCTEMa
MOe a00 TMOBHICTIO MOOOPOTH #oro, mo0 JrOJUHA HE 3aXBopiia, ado 1€ MOXKe
CYTTEBO 3MEHIIUTHU TSKKICTh 1H(peKii. E(pekTrBHA akTHBHA 1MyH13a1lisl YaCTO BUMAarae
BUKOPHUCTAHHS «aJ] FOBAHTIBY», K1 OKPAILLYIOTh 34aTHICTh IMYHHOI CHCTEMHU pearyBaTh
Ha 1H'€KIIIF0 aHTUTEHY .

Halytuii iMyHITET TaKOX MOKHA OTPUMATH LUISXOM MPHUPOIHOTO 3apaskeHHS

MIKpOOOM, 1 TaKHi 3aXUCT MOXKE OYTH JOBIYHUM.

ImyHonaTroJiorist

Ak 3ragyBajnocs paniiie, 1edextu abo 3001 BpoakeHoi a00 aanTUBHOI IMyHHOT
BIJIMIOBII MOKYTh CIIPOBOKYBAaTH 3aXBOpIoBaHHs. Takl po3naau 3a3BU4ail CpUYUHEHI
HAJMIPHO aKTHBHOIO IMYHHOIO BIIOBLIIIO (peakilii rnepuyTIuBOCT), HEaJEKBATHOO
peakuiero Ha cebe (BIJOMOIO SIK ayTOIMyHITET) a00 Hee(eKTHUBHUMU IMYyHHUMHU
BIAMOBIIMHU (IMYHOIEDIITUT).

Jami yBary mailOyTHIX JiikapiB Oyjae c(OKyCOBaHO Ha MEPBUHHUX IMyHOAE]I-

[UTHUX CTaHaX y JIITEH.
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ETIOJIOI'IA, TPUTEPH, KJIIHIYHI OCOBJIMBOCTI
INEPBUHHUX IMYHOJAE®ILIUTIB

IepBunni imynoaedinuru (IT11) — 11e mepeBaykHO TeHETUYHO 00YMOBJIEH] IeeKTH

PO3BUTKY IMYHHOT CUCTEMH 3 KJIIHIKO-JIA0OpATOPHUMH MPOSIBAMU B OYIb-SIKOMY BIIII.

ETiosoriuni ¢gakropu imyHoaedinurin

1. Xpomocomomnartii (X-xpomMocoma, IIOCTa, I'SATA, YOTUPHAALATA, IBAALATH

Jpyra XpoOMOCOMH TOLIO);

2. 'enomarii (tuposunkinaszu, CD40L, mutummanesaminazm, JAK3, IL2R,
ageHosunae3aminasu, RAGI, 2, IL7R, WASP, SH2D1A/SAP/DSHP, IT, gp91-phox,
p22-phox, p47,67, NBS1 Torio);

3. EMOpionarii Ta ¢eromarii, 1m0 0o0yMOBJIEHI TEPATOreHHUM BIUIMBOM 1H(EKITiH:

TORCH-koMIuIekcy, KCeHOO10THKIB, TPOMEHEBUX YNHHHUKIB TOIIIO.

Tpurepui ¢paxkropu imyHozepiuurtiB

O© 00 N O O & W DN PP

. [ndexii.

. Ctpecu.

. lonizyroua pamiariisi.

. [lopymieHHst xap4ayBaHHS.

. [lepeoxotoKeHHs, OIIKH.
. XipypriyHi BTpy4YaHHS.

. ComaTnuH1 3aXBOPIOBAHHS,;

. Kcenob61oTuku, neBHi JiKapchKi 300U, BaKI[MHALLIS.

. 3aXBOpIOBaHHsI 0OMiHY PEYOBHH, €HJOKPUHHOI Ta HEPBOBOI CUCTEM.

Ocob6muBy yBary y (dopmyBaHHI IMYHOACOINUTIB MPUAUIAIOTH 1HPEKIIHHUM

(dakTopam, 30KkpeMa repreTHIHUM 1HPEKIIAM; IXHIA eeKT Ha3uBaIOTh IMYHOTPOTTHUM

(mabn. 1).

Taomung 1

ImyHoTponHI repnernyHi iHdexuii

Bua repnetHuol Miarpyna IMYHHi KRiTUHK IHWi BUAW KNiTUH
iHchekuii

HSVI a IgM, LeHapuTHI KNiTUHK Eniteniountn, KepatouuTn, HEMpoLUTH,
renaTouuTy

HSVII a |gM, AeHAPUTHI KNITUHYL Enitenioyntn, KepaTtouuTh, HenpouuTw,
EHO0TeNioUmMTH, HepoLUTH

VZV a |gM, BeHOPUTHI KNITUHY Enitenioynty, kepatouuTit, HepoOLUTH

EBV Y B-nimdouutn ['enaTouunT, HepoLMUTH

o\ B |gM, AeHAPUTHI KNITUHY ['enaTounTi, HEMpOLMTH, EHTEPOLMTH,
HeMPOLMTH, EHAOTENIOLMUTH

HV 6 B T-nimgounTn HempouuTu, acTpouuTi, envanumMoLmnTy

HV 7 B T-nimgounTn HenpouuTu, engotenioynty

HV 8 B T-nimountin Henpouunti, eneHaMMoumnTi, acTpouuTi
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ITlin yac cmoctepekeHHs 3a AUTUHOK 3 1H(QEKIIHHUM 3aXBOPIOBAHHSIM CJIiJT
000B'SI3KOBO 3BEPHYTH yBary Ha TaKi KAiHIYHI 03HAKU:

1) 3aXBOPIOBAHHS BUKJIMKAHE YMOBHO-IIATONCHHUMH (OHOPTYHICTUYIHUMH) 1HPEKIISIMH,

2) MiarHOCTOBAHO 3MimlaHi GopMu THQEKIIiH;

3) BUsBIICHI CUCTEMHI MiKO3H;

4) ciocTepiraroThes MEPCUCTYIOU1 aTO3HI CTOMATHTH,

5) HasBHICTh THIMHHMX ypa)keHb IIKIPH Ta/ab0 BHYTPIIIHIX OpraHiB: IMOLIHUpPEHI
mozepMii, QypyHKYIIh03, KapOYHKYIIH03, (hiIETMOHH, TIMOOKI a0CIiecH (IPOTATOM POKY);

6) mposIBH OCTEOMIENITY, MEHIHTITY, CETICHCY, IEPUTOHITY;

7) peakTHBAIlis JIATCHTHUX 1H(EKI[H 13 CHCTEMHUMH IPOSIBAMH Ta MEPEBAKHUM
ypaKeHHsIM HEPBOBOI CHCTEMH, KPOBOTBOPHOT CUCTEMH 1 OpraHa 30py, IO CIIPUYHHEH]
IMyHOTPOMHOIO 1H(EKITI€TO;

8) moBTOpHI emi3oau JabiamkHOI Ta/ab0 TeHITAIBLHOI TeprecBipyCHOI iHpEKIT
(6 1 OiyBIIIE pa3iB MPOTIATOM POKY);

9) CTIMKICTh IO TPaIWIIHHUX METOJIB JIKyBaHHS (OUIbIIE JBOX MICSIIB),
CIPSIMOBAaHUX HA MPUYMHY Ta MEXaHI3MH 3aXBOPIOBAHHS;

10) HeoOXimHICTh 3aCTOCYBaHHS AaHTHOIOTUKIB «PE3ePBY» TPH JTIKyBaHHI OCHOBHOTO
3aXBOPIOBAHHS.

[Ipu ornsial maiieHTIB CIIiJl 3BEPHYTH yBary Ha Taki comamuyuHi ocodaueocmi.

1) mopyuieHHst (i3MUHOTO PO3BUTKY JAWTHUHU: BIJIICTABAHHS B POCTI 3a BIKOM,
O3HAKH MpoTepii;

2) nehexTr po3BUTKY CKEJICTY;

3) i30s1b0BaHa Mikporuedatis, rigporedantis;

4) HEeBpOJIOTIYHI MOPYIICHHS: MPOTPECY0Ya MEHTAIbHA HEIOCTATHICTh, aTaKCis;

5) Basii pO3BUTKY BHYTPIILIHIX OpraHiB (CepIisi, HUPOK, TOIIIO);

6) TpuBase 3arO€HHS PaH;

7) bopMyBaHHS OHKOJIOTIYHOT ATOJIOTIT B AMTSYOMY BIIIi.

[Ipu ouiHIOBaHHI CTaHy IMYHHOI CUCTEMH y XBOPOT'O 3 IMyHOI€(ILIUTOM BaKJIMBO
BU3HAYUTU CIMYRIHb IMYHHOT He00CmamHocmi.

0-i (Jierkmid) — BiACYTHICTh KJIIHIYHUX MPOSIBIB, HASBHI 3MiHH J1JAOOPATOPHUX
IMYHOJIOTIYHUX MTOKA3HUKIB CTAaHOBJIATH 10 15 %);

1-ii (cepeaHbOJIErKUiA) — HasBHI KJIIHIYHI NPOSBH, JIAOOPATOPHI IMYHOJIOTiYHI
noka3HuKHU 3HkeH1 Ha 15—-30 % BiKoBOi HOpMH,

2-ii (cepemHiil) — KIIHIYHO IPOSBISETHCS KOMOIHAIIEI KUIBKOX KIIHIYHHX
CHUHJIPOMIB, 4YacTO PEUMIUBYIOYUM TMepediroM; abCOJIIOTHA KIIBKICTh JIIMQOIUTIB
samkena 1o 1,1-0,9 r/m; nabopatopHi iMyHOJIOT14HI TOKa3HUKH 3HUKeH]1 Ha 30-50 %
BIKOBOI HOPMH;

3-i1 (Ba:KKMii) — KJTIHIUHI TIPOSIBH, a0COTIOTHA KUTHKICTB JliMpouuTiB (Mente 0,9 1/m),
a TaKOXK 3HMKEHHS IMyHOJIOTTYHUX MTOKA3HUKIB OUTbIIe HIXK HA 50 % BIKOBOT HOPMH.
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K/IACU®IKALIA NIEPBUHHUX IMYHOAE®ILINUTIB

L /lehivum 2ymopanvnozo imynimemy:

1. 3uennena 3 X-XxpoMocoMoro aramma(rinoramMmma)rinooysinemis (bpyrona).

2. 3aranpHMii BapiaOenpHUM iMyHOAe(IIUT (3arajgpbHa BapiaOenbHa TiMoramMa-
rIo0yJiHeMis).

3. TpanzuropHa rinoraMMaryio0ysiHemis y aiteil (MOBUIbHUM IMyHOJIOTTYHHM CTapT).

4. Bubopuwmii 1epiuut iMyHOTI00yIiHIB (IUCTaMMAarIo0yIiHEMI).

11. J/lehiyum knimunnoi nanku imynimemy:

1. Cunapowm /i JIxxopmxki (Tino-, amiasis THMYyca).

2. XpOHIYHMIA CAU30BO-IIKIPHUHN KaHINUI03.

I11. Komoinoeani T- i B-imynooegivumu:

1. Tsokkuit KOMOIHOBaHUN IMYHOIE(DIITUT:

a) X-34eryIieHuH;
0) ayTOCOMHO-PEIICCUBHHIA.

2. Atakcis — teneanriekrasis (cunapom Jlyi-bap).

3. Cunapom Bickorta — Onnpiya,

4. ImyHOZIEIIUT 13 NIABUIIEHUM pIBHEM IMyHOrJoOymHy M (3uenseHuit
13 X-XpoOMOCOMOI0).

5. ImyHOIEDIUT 13 KAapIAUKOBICTIO.

6. Cunapom Heseprona (Netherton syndrome).

. Jlegpiyum cucmemu ghazoyumis:

1. XpoHi4HMI1 rpaHysIeMaTo3s.

2. Cungpom Yeniaka — CreitHOpiHka — Xiraci.

3. Cungpowm rinepimyHoriooyninemii E (cunapom J[xxo6a).

4. Jlepiuut excripecii MOJIEKYJT aaresii.

5. WHIM-cunapom

V. lepivum cucmemu komniemenmy:

1. lepextu panHix komrnoHneHTiB kinacuanoro nuisixy (Clqg, Clr, Cls, C4, C2).

2. lediuut komnoHeHTa C3 — eHTpaIbHOI JJAHKH KacKay.

3. dedinutu TepminanpHux kommoneHtiB (C5, C6, C7, C8, C9), dakropa D
1 IpoTepANHY.

4. CrraiKkoBUi aHT10HEBPOTUYHUM HAOPSIK.

Baxx1Bo 1 OCTaTOYHOIO JAHKOIO JIaTHOCTHKU € 2eHemuuHe 00CHeIHceHH:A
TUTUHH, SIKE J03BOJIAE 1ACHTU(IKYBATH TUI IMyHOIEDIIUTY, BUSHAYUTHA HANWOUIBII
e(eKTUBHE JIIKYBaHHS Ta 3'CyBaTH HOTO MPOrHO3, @ TAKOXK BUBHAYUTH (DAKTOPU PUUKY

YCIIaAKYBAHH 3aXBOPIOBAHHA.
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CYYACHI METOAU MOJIEKYJIAPHO-TEHETUYHOI'O AHAJII3Y
B JIATHOCTHLI 1A

MeToau reHeTUHYHOT0 AHAJI3Y BKJIIOYAIOTh HACTYIHI €Talu:

1. CexBenyBaHHs reHa 3a CeHrepom.

[et MeTol1 3aCTOCOBYETHCA 3a MPUHIIUIIOM «OJHUH TECT — OJIMH TeH» (abo oAuH
ex30H). Moro BHKOPHCTaHHS € MAaKCHMAIGHO OOIPYHTOBAHHM i paIliOHATLHUM
y BUIIAJKaX, KOJIM y AUTHHHU HasiBHA SICKpaBa, KJIACH4YHA, MATOTHOMOHIYHA KIIIHIYHA
CUMIITOMAaTHKa KOHKPETHOTO 3aXBOPIOBaHHS, 1110 BKa3y€ Ha BUCOKOIMOBIPHY TOUYKOBY
MYTAIllI0 Y1 HEBEJIMKY JIeTIEIiI0 Y KOHKPETHOMY BiJJOMOMY I'€Hi.

[TepeBaramMmu MeTOqy € Haa3BUYAHA BHCOKA TOYHICTH (TOYHICTH 3YMTYBAHHS
HYKJICOTUIIB HaOmmkaeTbesa A0 99,99 %), BIAHOCHO HHM3bKa BapTICTh NpPHU aHaNi31
MOOJIMHOKUX MYTalliil, mpocToTa 0101H(GOPMATHYHOTO aHAI3Y PE3yJIbTaTIB.

2. ITaHenbHe cexBeHyBaHHs HOBoOro mokosiHHs — Next-Generation Sequencing (NGS).

[TpoBoaUTHCS CEKBEHYBaHHS JIEKIJILKOX T'€HIB, aCOI[IMOBAHUX 3 MEBHUM THUIIOM
iMyHOIE(PIITUTY.

Texnomnoris NGS 3aiiicHUIa PEBOJIOLIIO B AUTAYIN KIIIHIYHINA IMYHOJIOT1, 103BO-
JUBIIM OJIHOYACHO CEKBEHYBaTH MUIbHOHU KOpoTkuX (pparmentiB JJHK. Tapretne
(maHenbHE) CEKBEHYBaHHS Tiepedayae BUOIpKOBY aMinTidikallito abo 30araueHHs JIUIIe
MeBHOI Ipynu (maHeni) TeHiB, K1 3a3/aieriap BiAiOpaHl BUCHUMHU Ta KIIHIIIUCTAMU
yepes X JOBEACHHH 3B'S130K 13 KOHKPETHOIO MaTOJIOTIYHOIO TPYIIOIO.

3aCTOCOBYETHCS Y BUIMAJIKaX BUCOKOI TEHETUYHO1 T€TEPOreHHOCTI, KOJIM MAIllEHT Ma€e
YITKAN IMYHOJIOTTYHMIN (DeHOTHI (HAIIPUKIIa BaKKa KOMOIHOBaHA IMyHHA HEIOCTATHICTh
abo cunapom rinep-IgE), ane uet peHorun moxke OyTH HACIIIKOM MyTallil y 6aratbox
pi3aux Jokycax. CydacHi giarnoctuyHi maneni nis [11[] 3a3Buuaii mictsate Big 50 10
noHasx 500 1171b0BUX TE€HIB.

3. [ToBHoek3omue cekBenyBanus (WES — Whole Exome Sequencing) ta noBHo-
reHoMHe cekBeHyBauHs (WGS — Whole Genome Sequencing) m03BoJIsitOTh MTpOaHa-
mizyBatu Bei koayroui nuisinku JJHK y pasi Hepe3ynbTaTUBHOCTI TAaHEIBHOTO CEKBE-
HYBaHHS, y CKJIIAJIHUX a00 HETUTTOBUX BUTIAIKAX.

IloBHoek30MHe cexBenyBaHHsA (WES) cnipsmoBane Ha aHai3 JviIe eK30HY —
KOJYIOUHX JUISTHOK yCiX BIJJOMHX T'€HIB OpraHi3My JIIOJUHHU. EK30M CTaHOBHTH JIHIIIE
6mu3bko 1-2 % ycboro reHoMy, IpoTe camMe B HbOMY JIOKaJi3yeThes moHaa 85 % ycix
B1JIOMUX MATOTEHHUX MYTAIllii, 1[0 BUKJIMKAIOTh CIIAJAKOBI XBopooOu, 30kpema it TTI/].

IHoBHOreHOMHE cekBeHyBaHHsI (WGS) — 11e TOTaIbHUM aHaMi3 YCi€l MOCIIOBHOCTI
JIHK marrienTa, BKITIOYarOUM K KOMYOYi (€K30HHM), TaK 1 HEKOYIOUl TUISTHKH (IHTPOHH,
MPOMOTOPHI 30HH, PETYIISITOPHI €IEMEHTH, MIXXT€HHI IPOMIKKH).

Haiiuactimme B KIIIHIYHIA TPAKTHUIl TPAIUISIOTHCS HACTYIHI 1IMYHOJEMIIUTH:
nediuT rymopanbsHoro iMmyHitety (B-nmanku), sikuit cranoButh 50—70 % 3aranbHO1
kutbkocTi [IIJ]; nedinut kmituaHOTO IMyHITETY (T-7manku), mo crtaHoBuTh 5—10 %
3arajibHOi KUTBKOCTI iMyHOAe(inuTiB; komMOiHOBaHI T- 1 B-imyHOonmedinutu, rpyna
aKkux ctaHoBUTh 10—25 % 3aranpHoi kinbkocTi IT1/] Ta iH.
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XAPAKTEPHUCTHKA 3AXBOPIOBAHDb
3 JE®ILIUTOM I'YMOPAJ/IbHOI IAHKH IMYHITETY

['pyma I11/] 3 mepeBaxkxHUM J1e(IUTOM aHTUTLII CTAHOBUTDH 3HAYHY YACTKY Cepe.
ycix imyHonedinutie — Big 50 mo 70 % ixHBO1 3arajabHOI KIJIBKOCTI. XapaKTEPHOIO
03HAKOIO IS 1€l TPyNH € nopyieHHs GyHKIionyBaHHs B-nmimdorutie. Hacmiakom

I[LOTO MOPYIICHHS € Ae(ilUT aHTUTLT (IMyHOTJIOOYITIHIB).
XBopoo6a bpyrona

Knacuunum mpukinanoMm nedinuTy aHTUTLT € pifkicHa xBopobOa bpyrona, sxa
peecTpyeThest 3 yacTororo npudau3Ho 1:50 000 HoBoHapokeHux. Tun ycnaaKkyBaHHS
[bOTO 3aXBOPIOBAaHHS € pPELECUBHUM, 34YeIIEHUM 13 X-XpOMOCOMOIO (JIOKYC
X(q21.3-Xq22.1). Taka ocoONMBICTH YyCHNAIKyBaHHS TIOSCHIOE TE€, IO XBOPIIOTH
BUKJIFOUHO XJIOMYUKH. 3aXBOPIOBaHHS MaHipecTye 3a3Budail Ha 5—9-My MicAIll )KUTTH,
110 MOB'SI3aHO 31 3HMKEHHSIM PIBHS MAaTEPUHCHKUX IMyHOrJI00yIiHIB G, OTpUMaHUX
TpaHciuialieHTapHo. [Ipu 300pi ciMeliHOro aHamHe3y OCOOJMBO Ba)KJIMBO YTOYHUTH
HAasBHICTh MOAIOHMX 3aXBOPIOBAHb y MPEACTABHUKIB YOJIOBIYOI JIIHII POJWHU, IIO
MO’K€ MIATBEPIUTH CIIaJJKOBUI XapaKTep 3aXBOPIOBAHHS.

OCHOBOIO 1ILOI'O TATOJOTIYHOTO CTAaHy € TEHETUYHHM AedeKT, IMOB'SI3aHH
13 MyTalli€ro rena Tupo3unkinasu bpyrona (Btk), sikuii BUKOHY€E KITIFOUOBY pOJIb Y MPOLIECI
nepeaayi CUrHainy Bij B-kiiTHHHOTO penentopa a0 sjpa, 0 € HEOOX1THOI0 YMOBOIO
JUIsL 103pIBaHHS IMyHHUX KJIITHH. Y TMAIl€HTIB BUSBISIOTHCS TakK 3BaHI Npe-B-KmiTuHu —
nonepeHuky B-nmimonuTis, ane 1l KIITHHA HE MOXYTh 3aBEPIIUTH CBIl PO3BUTOK
1 audepeniioBaTics y 3pin B-nimdonuTy, siki BIANOBIAAIOTH 32 BUPOOJIEHHS IMYHO-
1100y iHIB. 3arajJbHUN OMUC, €TIOJNOTis Ta maToreHe3 xBopoou bpyrona mpencras-

JIeH1 Ha puc. S.

XBopo6a bpyToHa (X-34uenneHa arammarnobynidHemis, XLA)

¢ BuaHaueHHA: PiaKiCHWA nepBuHHUIA
iMyHonediuwmT, BIACYTHICTb B-niMboumTie
Ta iMyHOrnobyniHis.

I Matnidecrauis: 6-9 Micauis
(3HMKHEHHSA MaTepuHCbkux IgG).

|
® *@-’ ® . - @) —ﬁ:\f{" @ Peumpusyioui iHdexuii
\

HopmanbHuii reMonoes

&~ Tun: X-34enneHuit peLecusHui.

c Mpo-B- Mpo-B-xni 3pinui T Awtina + JIOP: OTUTK, CUHYCUTK (PU3NK
i - KniTHa knitia (axTmeauia BTK) B-nimpoumt (196, 1gA,
Matu-Hocin BaTbko sgoposuit IgM, IgE) rnyxotw).
(XB Xm) (XBY) ¢4 OvxanbHa: NHeBMOHii, GpoHXITU
Xsopo6a BpyToHa (6poHxoexTasm).
1 notomctso ® - @ S x -®-® _,*Y;; & LIKT: fOiapes, Giardia lamblia.

Cuhm: Houku: X MyragBTK N . Wipa/KicTku: Miopepmii, apTpuy.

50% XY (xeopi),  50% XBX™ (Hoci), STOP goapieaa gt | | OCHOBHI 36yAHWKM: S. pneumoniae,

50% X°Y (3noposi)  50% X°X® (3noposi) H. influenzae, S. aureus.

BipcyTHicTb B-nimdouuris

@ reneTnunnin pedext ¥ " . ' . % BipycHi indekuii !
MyTauis reHa BTK (X-xpomocoma). BlaeynicTsanasuoLe 3assuyaii HopManbHo, AJTE HebesneyHi
®yHKUia BTK: KpuTuyHa ng nospisaHHs MamrinoramMmarnoyninemis eHreposipycy (nonio, exo) -
npe-B-nimgpouuris. (™ B-KniTnHy <1%, BIACYTHICTb aHTUTIN) MeHiHroeHuedanir.

N - 4

Puc. 5. 3aransHuii onuc, eTionoria Ta natoreHes xsopoou bpyrona
(asmopcvka inghoepadghixa, cmeopena 3 6uKOPUCIAHHAM 2EHEPAMUSHUX THCIMPYMEHMIE WIMYYHO20 THMENeKMY )
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Hespinicte B-nmiMdoruTiB 1, sk HACIIIO0K, MalKe MOBHE 3HUKHEHHS aHTHUTII
MPU3BOJAUTH J0 IMJABUIIEHOT CXUIBHOCTI JUTHHU JI0 YaCTHX OaKTepiadbHUX THIHHUX
1H(}EKIIH, K1 MaIOTh BAXKKUN pelUANBYIOYNI niepeOir. TUMOBUM NMPHUKIAA0M IIKIPHUX

nposiBiB ipu XBOpoOi bpyTona € ranrpenosHa extuma (puc. 6).

Puc. 6. Bupa3koBi ypaxxeHHs 3 HEKPOTHUHUM LIEHTPOM Ha CTErHax Ta B MaXOBil AUISHIN
y HEMOBIISITH 13 XBopoOoro bpyrona
https://ingeniusua.org/articles/khvoroba-brutona-abo-kh-zcheplena-ahammahlobulinemiya

OnHUM 13 BaXXIIMBHX J1arHOCTUYHUX CUMIITOMIB € Te€, 10 nepudepiiHi giMpaTudHi
BY3JIM HE PearyroTh 30UIbIIEHHSIM Ha 3alajJbHUM Mpolec. 3aXBOPIOBAHHS XapaKTepu-
3y€ThCs BIACYTHICTIO B-nmiMdouutiB y nepudepiiiHiii KpoBi 1 CYTTEBUM 3HUKEHHAM
PIBHIB BCIX KJIaciB IMyHOTJI00YJI1HIB, TOOTO CIIOCTEPITa€ThCSI araMMarioOyiHeMis.

VY niteit 13 xBopo6oro bpyToHa MOXJIMBUN PO3BUTOK YIMOBUILHEHOTO apTPUTY,
aJIEPrIYHUX PeaKlii Ha MPUAOM aHTHUOIOTHKIB, TOBUILHO MPOTrPECYIOUMX HEBPOJIOTTUHUX
3aXBOPIOBAHb, 3JIOAKICHOT TIM(POMH.

XapakTepHUMH 7151 AAHOTO 3aXBOPIOBAHHS € HACTYIHI IMYHOJIOT14HI Ta Jlabopa-
TOPHI 3MIHHU:

1. Hu3bki NOKa3HUKK IMYHOTJ100yimiHIB. CriocTepiraeTbes 3HaYHUN JEILUT yCixX
ocHoBHuX kiaciB antutin (IgG, IgM, IgA, IgD Tta IgE), mo € kir04oBOI0 03HAKOIO
MOPYLIEHHS! TYMOPAJIbHOI JTaHKU IMYHITETY .

2. BigcytHicte B-ximiTuH. Y KpOBiI NMPaKTHYHO BIJACYTHI MHUPKYJIIOOYI 3piJti
B-nimdonuty — KIITUHM, 1110 BIAMOBIAAIOTH 32 BUPOOJICHHS! aHTUTLIL.

3. I'imorazis mm@oinHoi TKaHUHU. Y TIMPaTUYHUX By3J1aX, MUTIAIMKAX Ta THIINX
TiM(OiTHIX OpraHax BiZICYTHI @00 3HAYHO 3MEHIIIEH] 3apOJIKOBI IIEHTPH Ta IJIa3MaTU4HI
KJIITHHH, 1110 CBITYUTH PO HE3JATHICTh OPraHi3My J0 NOBHOILIIHHOT IMyHHOI BiJIOBIII.

4. 36epexena ¢pyukuis T-xmitud. Ha Bigminy Big B-niMdoruris, GyHKIiOHaIbHA
AKTUBHICTH T-JIM(OIUTIB 3aJUIIAETHCS HE3MIHHOIO.

JIikyBaHH#A

Teparis HpOro 3aXBOPIOBAaHHS IPYHTYETHCS Ha IBOX OCHOBHHUX MiIX0JaX.

1. 3amicna mepania imynoznooyninamu. llamientaM i3 UM 3aXBOPIOBAHHSIM

HEeOoOXiTHa PerysipHa 3aMiCHa Tepamnis iMyHornoOymiHaMmu. [Ipenapatu iMyHOTTIOOYiHIB
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BBOJISITHCSI BHYTPIITHROBEHHO a00 mimmkipHo. CTaHmapTHA 7032 BBEICHHS 3a3BUYA
cragoBuTh Big 200 mo 600 mr/kr macu Tij1a OUTHHUA mioMicAnd. [ OJJOBHOKO METOXO
TaKOTO JIIKYBaHHS € MIATPUMAHHS aJeKBATHOTO PIBHS aHTUTLI Y KpOBi. 30Kpema, CJIiJl
3a0e3neunTH, 100 KoHIeHTpalis imyHornoOyniny G (IgG) e omyckanacs HIKYe
3 mr/n. Tlpote, 3rimHO 13 CyYacHHMMH KITIHIYHUMH MPOTOKOJIAMH, ONTHUMAJIBHUM €
piBeHb 4-5 mr/in 1 Buie. Ls Tepamisi 103BoIsIE KOMIIEHCYBATH BiACYTHICTH BIACHOTO
BUPOOJICHHS aHTUTLII Ta 3a0e3Ieuye 3aXUCT OpPTraHi3My Bij 1HGEKIIHHUX YCKIIaIHCHb.

2. Aumuébaxmepianvna mepania. OCKUTbKYA N€PIUT aHTUTLT pOOUTH NAIIEHTIB
0CO0JIMBO Bpa3IMBUMHU JI0 OaKTepiaIbHUX 1H(EKITiH, HEB1I' €EMHOIO YaCTHHOO JTIKYBaHHS

€ mpodiTakTuyHe a00 TepaneBTUIHE 3aCTOCYBAHHS aHTHO10THKIB.

3ara/ibHUM Bapia6esibHUM iMyHOZedinuT
(3arasibHa BapiabeJibHa rinoraMmarJiooyJiHeMmis)

Busznauenns «BapiabenbHU» 03Ha4Ya€ BapiaOCNbHICTh CUMIITOMIB Ta KITHIYHO-
ro nepe0iry. 3araqbpHuii BapiadbenpHuid imynoaedgiuut (3BI/1) — ue rpyna nepBUHHUX
(BpomxeHHX) Ae(ILMTIB aHTUTLUI, IO XapaKTEPU3YIOThCS 3HMKEHUMHU KOHLEHTPAIisIMU
IgG Ta IgA abo IgM, a Takok c1aOKOFO BIAMOBIIIO Ha BakiuHario [11].

Crenudiuni renetnuni mytamii ommcani y 20-30 % BpomkeHMX BUNAAKIB.
['eneTnunuil nedext, MyTallis B AKOMY € IPUYMHOIO PO3BUTKY MATOJIOTI1, 3HAXOIUTHCS
Ha KOPOTKOMY Iuiedi 6-1 XxpoMocoMu B JIokyci 6p21.3.

Kminiyna kapruna 3BI/] my>ke Haranye rimorammarsioOystiHeMiro bpytona (xBopoba
BbpyToHa), ockinbkH 711 000X CTaHIB XapaKTepHa pelUANBYIOYa MiOreHHa 1H(eKIis
neresb. [IpoTe iICHYIOTh OCHOBHI BIIMIHHOCTI BiJ XBOopoOu bpyrona. Ha BigMiHy Bia
xBopoOu bpyToHa, sika TpaIrIseThCsl Maike BUKIIFOUHO Y XJIOMYKKiB, Ha 3BI/] xBopitoTh
npeacTaBHUKH 000X craTei. [louarok 3BIJ] criocTepiraeTbes HE B IUTSYOMY BIIIi, a,
K TIpaBUIIO, Ha 15—-35-My poIli )KUTTS JTFOIUHU.

Buninsarots aBi rpynu xBopux Ha 3BI/I;

1) 3BI/I, 1110 MPOSIBASETHCS JIHIIE 1HOEKIISIMU;

2) 3BI/I, m10 mposBIISeThCs IHPEKIIAMHE 13 CYITyTHIMH ayTOIMYHHUMH, 3arialbHIMU
a60 miMdonposipepaTUBHUMH CUMIITOMAMH.

VY OLIBIIOCTI XBOPUX TPAIUIAIOTHCS PELUMAMBHI 1H(DEKIIII, 0 YpaKyIOTh 37e01Tb-
[IOTO JAMXaJbHy CUCTeMY (OTUT, CHHYCHT, OPOHXIT Ta MHEBMOHISI) Ta HaW4acTIIIe
cnipuurHeHi iHKarcynboBanuMu Oaktepismu  (H. influenzae, S. pneumoniae) Tta
Mycoplasma spp. V piakicHux Bumagkax iHGEKIiHHI 3aXBOPIOBAHHS BUKINKAIOTHCS
YMOBHO-IIATOT€HHUMU MiKpoopranizMamu. 1[0 cTocyeTbest XpOHIYHUX 3aXBOPIOBAHb
JIEreHb, TO BOHU MOXYTh MaTu nepedir 3a 0OCTPYKTUBHUM TUIIOM: OPOHXOEKTa3H
BHACJIIJIOK PElUIMBHUX 1HQEKIIH, XpOHIYHI OOCTPYKTUBHI 3aXBOPIOBAHHS JIETCHb,

BA, Ta 3a pecTpukTuBHUM TUIIOM (B cepenubomy y 50 % BumaakiB): HelH(eEKIiiHI
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ypaKEeHHS B JIETEHEBIHM MapeHxiMi (rpaHyjieMaTo3Ha XBOpoOa JIereHb ), JiMQoIuTapHa
IHTepCTUIIAIbHA TTHEBMOHIS Ta TrpaHyJIeMaTO3HO-TIM(oIHUTapHE 1HTEPCTUIIAIBHE
3aXBOPIOBaHHS JiereHb. Y 8—22 % BUMNa/KiB HECEPO3HI IPAHYILOMH MOXKYTh BUHUKATH,
OKpIM JIeTeHb, B TIM(paTUIHUX BY3JIax 1 CENe3iHIl, piaiie B mKipi, neyiny, Hupkax, [IIKT.
BHacniok npomideparii miM@oinHoi TKaHMHU Ta/ab0 TpaHyJIbOM 3BEpTae Ha cede
yBary 301UTbIICHHS JTIM(DAaTUIHUX BY3JIIB Ta Celle3iHKH (B cepenabomy y 20 % BUTIAMIKIB).
3axBoproBanHs LIIKT cnoctepiraetbes y 10-30 % BumankiB i MoKe MPOSIBISTUCA
3anajJbHUMM 3aXBOPIOBAHHSIMHU KHUIIKIBHUKA (Haiuacrimie xBopoba Kpona), eHTepo-
naTiero 3 aTpoi€ro BOPCMHOK TOHKOI KHIIIKH (CX0Ka Ha IIeJTiaKiro, ajie He Ma€ BiAOBIII
Ha OE3MITIOTEHOBY JIETY), BY3JIOBOIO JIIM(DOITHOIO Tiposieparii€ro B KUIIKIBHUKY, MaJTb-
aOCcopOIIi€r0 3 YaCTHM MOPYIICHHSIM BCMOKTYBaHHS IliaHOKOOaTaMiHy (BiTaminy Byy),
HETICPEHOCUMICTIO JIAKTO3H, @ TAKOXX XPOHIYHUMH iH(EKIisasMu (J1sIMOJ1i03 Ta 1H.), sKi
MPOSIBIISIIOTECS XPOHIYHOIO [1apeer0 Ta CHHAPOMOM MOPYIIEHOTO BCMOKTYBAHHS.
VY 10 % xBOpUX MOXKYTh CIIOCTEpIraTUCs YpaKeHHs MEUiHKU, HaityacTime y ¢hopMi By3-
JIOBOi PEreHepaTHBHOI Tinepruiasii, M0 XapakTepU3yeTbCs HE3HAYHOIO T'elaToOMErai€elo
Ta XOJeCTa3oM Oe3 YKOBTSHHIII; JIaHa MaTOJIOTiA MOXKE MPU3BOJUTH JI0 ayTOIMYHHOT'O
renaTuTy Ta/ado HEUMPOTUYHOI NOPTAIBHOI TIIEPTEH31T 3 03HAKaMU TiepPCIUICHI3MY.

VY 40-60 % xBopHX 13 3arajJbHOIO BapiaOEIbHOIO TIMOIMYHOTIO0YIIHEMIEIO MOXKYTh
PO3BHUBATHUCS IMYHOLMTOIEHII: IMyHHa TPOMOOLIUTONEHISA, ayTOIMyHHAa ITe€MOJIITUYHA
aHeMis, IMyHHa HEHTPOIIEH1s TOIIIO.

BBaxaerbcs, mo aiarao3 3BIJ] moxke OyTu BCTaHOBJICHUH y O€3CHMITOMHHUX
oci0 Mpu HASBHOCTI TaKUX KPUTEPIH, sK ciabka BIAMOBIAL HAa BaKIMHAIII Ta/a0o
BIJICYTHICTb 130T€MaryIfOTUHIHIB (aHTHU-A Ta aHTU-B); BUKIIOYEHHS BTOPUHHOI TiIO-
ramMmarJiooysiHeMii, 0COOJIMBO Y BUIAJIKY HAABHOCTI poauya 3 aiarao3om 3BI/I.

Jiarno3 3BI]] 3a3Buuaii BCTAHOBIIOETHCS 13 3aII3HEHHSIM, 1110 YaCTO MPU3BOIUTH
710 HE3BOPOTHUX OPTaHHUX YCKIIAIHEHB, MEPEIYCIM y pecHipaTopHiil cucteMi. XBopi
31 3BIJ] maroTh y 2-5 pas3iB BUIIMI PU3UK PO3BUTKY HEXO/KKIHCHKUX JiMpoM abo,
pijIie, IHITUX HOBOYTBOPEHb.

JudepeniiiitHa 1iarHocTUKa MPOBOIUTHCS 3 BTOPUHHOIO TIMOraMMario0yIIiHEMIETO,
IHIIMMU IEPBUHHUMU IMYHOAE(PIIUTAMU 3 TOPYIIEHHSIMU CUHTE3Y aHTUTLI (30KpeMa
KOMOIHOBaHI IMyHOAE(PIUTH) Ta CAPKOiJO30M.

XapakTepHUMU € HACTYITHI CReUUuiuHi IMyHON02IUHI ROPYUIEHHA .

e 3HMKEHHs piBHIB KiaciB iMmyHornoOymiHiB (IgG, a takox IgA Ta/abo IgM) —
rimoraMMaryio0ysaiHeMiss (3HIKEHHsT MOHax 2 curMainbHUX BigxwicHb (SD) Bix
HOPMAJIbHUX 3HAYEHb JJIS BIKY).

 Kinpkicts B-mim¢onuriB y kpoBi Moke OyTH B MeKax HOPMH abO MOMIPHO

3HIKEHOIO. Lle Bifpi3Hsie qaHy MaToJIOTIIO B/l CTaHIB 3 TOBHOIO BIJICYTHICTIO ITUX KJIITHH.
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o [Topymennss T-xmiTuH. YacTo TakoX CHOCTEPIrarOThCs MOPYIIEHHS B poOOTI
T-nmimdoruTiB, 1110 BKazye Ha KOMOIHOBAHUI IMyHOAE(ILUT, KU BIUIMBAE K HA KIIITHHHY,
TaK 1 Ha TyMOpaJIbHY JIaHKY IMYHITETY. B eskux BuUmaikax CroCTepIraeThCsl 3HUKEHHS
piBus T-xenmepiB 1 miaBuieHHs piBHA T-cympecopiB. OOOB'SI3KOBUM € BUKIIOYCHHS
TSOKKOTO fedinuTy Ta nucdyHkiii T-mimdbonuris, ocodauBo y xBopux 3 1gG > 1 r/m.

JlikyBaHH#A

Tepamnis 3BIJ] cumnromaTuyHa i rpyHTY€TbCS HA 3aMICHIN Tepamii.

Perynsipna 3aMmicHa mepanis 1100CoKUM IMYHO2N00VIIHOM: TIOYATKOBA MiCsUHA
no3a crtanoButh 0,4-0,5 r/kr BHyTpimHEbOBeHHO 200 0,4-0,6 r/kr m/m. Bumi mo3u
(0,6-0,8 1/kr) peKOMEHAYIOTHCS XBOPHUM 3 OPOHXOEKTa3aMH a00 1HIIMM XPOHIYHUMU
3aXBOPIOBAHHIMH JIET€Hb, NITYHKOBO-KUIIKOBUMH 3aXBOPIOBAHHSIMH, ayTOIMYyHHOIO
IIUTOIEHII0 200 crieHomeraniero. JlikyBanHs [g 3HIKY€e pU3UK PO3BUTKY PECTIIPATOPHUX
1H(pEeKIiM, MOYXKE CHOBUIBHUTH MPOTrPECYBaHHS XPOHIYHOIO 3aXBOPIOBAHHS JIETEHb Ta
KOHTPOJIIOBaTH CUMITOMHU ayTOIMYHHUX 3aXBOPIOBAaHb, POTE HE BIUIMBAE Ha BUHMK-
HEHHS IIUTYHKOBO-KUIIKOBUX 1H(EKIIIM Ta 3aXBOPIOBaHb, YTBOPEHHS IPaHyJIbOM a00
PU3UK PO3BUTKY HOBOYTBOPEHb.

Anmubiomuxomepanisi — paHHd Ta 1HOJI TpUBaja IPHU FOCTPUX PECHIPATOPHUX
iHbekisnx. [IpoBeneHHs aHTHOI0TUKONIPOGUIAKTUKH (TIEpEyCIM aMOKCULIMITIH, KOTPH-
MOKCA30JI Ta MaKpOJIiJI1) pPO3MJIAIal0Th Y XBOPHUX, Y SIKUX BUHUKAIOTh PECHIPATOPHI
1H(eKIi1, He3BaXar04yM Ha JIIKyBaHHS [g, a TakoXK y XBOPHX, KI IPUIUMAIOTh OCTIHHO
rimokokoptukoinu (I'K) abo iHIm iMyHOCYITPECHBHI TpenapaTH.

VY Bunaaky gyxe Tsokkoi opmu 3BIJ] MokHaA pO3IIISIHYTH ajJOT€HHY TPaHCIUIaH-
Talio reMonoeTHaHnx ctoBOypoBux kmitud TI'CK.

[Ipu niKyBaHH1 yCKIaJHEHb BUKOPUCTOBYIOTD:

e OTOJIAPUHTOJIOTIYHE JIIKYBaHHSI CHHYCHTIB;

e JTIKyBaHHsI OPOHXOEKTa31B, BKIIIOUAOYH JIUXAIbHY peadiliTaito;

e JTIKyBaHHs ayTOIMyHHUX IuToneHii: ['K; putykcuma0; crieHekToMist 3 ypaxy-
BaHHSM ii MOKJIMBUX HECHPUATIUBUX HACTIJKIB AJI XBOPOTO; MPU3HAYCHHS BHUILUX
7103 IMyHOIJI00YJT1HIB Ta/a00 aHTUO10TUKONPO(DITAKTUKHY;

e TIKyBaHHsS TpaHyJeMaTO3HOi XBOpoOM HU3bkuUMH jao3amu ['K abo iHmmmu
IMyHOCYIIPECOpPaMH;

o JIIKYBAaHHSI 3aMaJIbHUX 3aXBOPIOBaHb KUIIKIBHUKA MecanazuHoM abo 'K, ski ciabo
BCMOKTYIOThCS (0y1ecoH1), MOXKIUBO 1HIMMU ['K un iHIIMMH IMyHOCYITPECUBHUMU
npenaparamu (a3aTiONpPUH, MEPKANITOTYPHH );

e IMYHOCYIIPECHBHE JIIKYBaHHS IHTEPCTULIIAJIBHOI THEBMOHII, 3a3BUYail a3aTIONPUHOM
y MO€AHAHHI 3 PUTYKCUMaOOM.

[Tpu BakumHanii aiteit 31 3BIJ] pekoMeHay€eThCsl yHUKATH BUKOPUCTAHHS YKUBUX
BaKIMH. [HII 1HAKTHBOBaHI BakMHM € Oe3nmeunnmu 11t oci6 31 3BIJI, ane ix edek-
TUBHICTh BaXXKO mependauntu. Jleski eKCnepTH peKOMEHIYIOTh MPOBOJUTH LIOPIYHY
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BaKIIMHALIIIO MPOTH TPUITY, & TAKO’K BBOJUTH BIIMOBIIHI 1HAKTUBOBAHI BaKIIMHU TIEPE]]
oIopokaMu. Mo>kHa BaKITMHYBATH )KUBUMU BAKIIMHAMU YieHIB ciM'T nutuaH 31 3BI/I.
o cTocyeThest MPOTHO3Y 3aXBOPIOBAHHSI, BAPTO 3a3HAYMTH, 110 3aCTOCYBAHHS IMyHO-
TJI00YJiHIB 3HAYHO TIOJIOBXKHUIIO KUATTA XBopux Ha 3BIJ[ 3aBasikv 3HMKEHHIO YaCTOTH
Ta TSHKKOCTI 1H(EKIIMHUX yCKIIaqHeHb. BikuBaHICTh cTaHOBUTH O113bK0 80 %. Haiiro-

HIAPEHIIIUMU TPHYUHAMH CMEPTI € XPOHIYHI 3aXBOPIOBAHHS JIET€HIB Ta HOBOYTBOPECHHSI.

TpaH3uTOpHA rimoraMmmarJiooyJjiHeMis y giteu
(MOBiIZIbHUM IMYHOJIOTIYHUH CTAPT)

TpansutopHa rinorammarioOymidemis (TI'T) — e TMMyacoBe 3HMKEHHS PIBHS
aHTUTLI (IMyHOT100YiHIB, 0c0011MBO 1gGG) B KpOBI, fIKE 3a3BUUail BUHUKAE Y Billl 5—6 Mi-
CSILIB, KOJIM MaTepUHCHKI Ig(G, K1 AUTHHA OTpUMala yepe3 MIAleHTy MaTepl A0 IbOro
BIKy B)K€ KaTabomi3yBaslncCh, a Mpoaykiis BracHuX IgG «3ami3HIoeThes». ToOTO 1€
MOBLIBHE JI03pIBaHHS IMYHHOI CHUCTEMH (30Kpema T-xenmepiB), M0 NPU3BOAUTH 10
HECBOEYACHOTO TMEPEKIIOYEHHSI B-KIITHH Ha MPOIYKLIIO BJIACHUX AaHTUTLI. Takuii
«TPUPOAHUNA IMYHOJCHIUTHUN CTaH» TpamsieTbess y 5—8 % HemommsT. Yacimre
3yCTPIYa€ThCSl Y HETOHOIIEHHX HEMOBIISIT, 00 BOHU OTPUMYIOTh 3HAYHO MEHIIIE aHTHUTLI
B1JI MaTepi, HK JOHOIICHI Mamoku. Konu iMyHHa cucteMa Jo3piBae (B cepeTHbOMY
70 3—5 POKIB JKUTTA), B1IOYBAETHCS CAMOCTIMHE OJYXaHHS: CTaH 3a3BUYail MUHAE
6e3 cnerudiyHoro JikyBanHs. PiBens IgG, sik mpaBuiio, HOpMasizyeThes 10 2—4 pOKiB
KUTTS. TOOTO OUIBIICTD ITEH «IEPEepOCTarOTh» Ieil cTan 6e3 Hacmiakie. Lle dizio-
JIOT1YHHH CTaH, a HE CIIPaBXKHIM IMyHOIS(PIITUT.

VY GaraThox AiTEH CTaH MOXKE MpOTiKaTH Oe3zcuMmnToMHO. [IpoTe iHOAl 3mMOpOoBa
(Haitgacrimie 5—6-MicsuHa) TUTHHA PANTOBO, 0€3 BUAUMUX MPUUMH MOYNHAE XBOPITH
Ha yacTi 6aktepianbHi iHpekiii JIOP-opraniB (0TUTH, CHHYCUTH Ta 1H.), pEIUIUBYIOYI
iHpekii quxanbHux nuistxi (Oponxitu, mueBMoHii) Ta IIIKT (miapes). Xapaktepaum
€ HasIBHICTh HE3MIHEHUX JIIM(PATUIHUX BY3JIiB 1 MUTJJATHKIB.

OriHka BIAMOBI/II HA BAKIIMHAIIIO € BAYKIMBUM MOKA3HUKOM IS IIarHOCTUKY CTaHy:
YW 37]aTHA JUTHHA BUPOOJIATH aHTUTIIA MICTS MICTJICHb (ITPOTH MpaBlis, AUQPTEpii Ta 1H.).
Le nonomarae Binpizauti TI'T Bix cepilO3HIIMX MEPBUHHUX IMyHOAEPIUTIB. uTHHY
3 TI'T BakMHYIOTh 3T1IHO 3 KaJICHJapeM IIeryieHb. J|01aTKoBO MPOBOSATH MICTIICHHS
MPOTH MTHEBMOKOKY Ta TPHITY.

JliarHocTrKa 0a3yeThCsl HAa KIIHIYHUX MPOsSBaxX, aHami3l BIANOBIAl Ha BaKLMHU
Ta IMYHOJIOTTYHHUX TECTaX, Kl MOKa3yIOTh:

e piBeHb IgG HIKYE BikoBOT HOpMU (dacTo Ha 2 SD);

e HOPMAJILHY KiJIbKiCTh B-nimdonuTi (Ha Bigminy Bix [11]]);

e piBHi IgA Ta IgM HOpMaBHI @00 TOMIPHO 3HIKEHI.

JlikyBaHH#

Cran 3a3Bu4aii MUHA€E caM 1o co0i 1, SIK TIPAaBWIIO, HEOOX1THUM € JIUIIE CIIOCTe-
pexxeHHa (OUIBLIICTh JiTed MOTPeOyIOTh PETYJISPHOrO0 KOHTPOJIIO PIBHIB IMYHO-
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r1o0ymiHiB (pa3 Ha 3—6 MiCsI[iB) Ta aJeKBaTHA AaHTHOIOTUKOTEparisi, OCOOJIMBO
y HETOHOIIEHUX HEMOBJIISAT IPU HEOOX1AHOCTI JIIKYBaHHS OaKTepiaibHUX 1H(EKITIH.

BaxxnuBum € MiHiMI3allisg KOHTAKTIB 3 XBOPUMH JIIOJBMU B MEPIOJI aKTUBHOTO
pOCTy TUTHHH.

Janux 3a edexktuBHICTH 3aMicHOI Tepamii npu TI'T HemocTaTHRO. 3aMicHa Teparis
BHYTPIIMIHEOBEHHUM iMyHOII00ymiHOM (BBID') ipu3HavaeThbest piako, JMIe TP TSHKKUX
peuuanByrOYnX 1HQEKIIAX. 3aMiCHa Teparis IMyHOTJIO0yIiHAMU TPU3HAYAETHCS MIPU
JacTUX 1H(EKIINHUX 3aXBOPIOBAHHIX 3 BAXKKUM IepediroM (MHEBMOHIS, MEHIHTIT,
CEIICHC) Ta 3HIKCHHI piBHSA cupoBaTkoBoro IgG (Hmxkue BikoBOi HOpMHu Ha 2 SD)
710 HOpMaJTi3allii MoKa3HUKIB.

CesilekTUBHMM AedinuT iMyHOIJI00YJIiHIB
(mucrammarJsio6ysiiHeMis)

CenextuBHU nedIUUT IMyHOTTIOOYIIHIB — 11€ TpyIa MEPBUHHUX IMyHOAE(DIIIUTIB,
[0 XapaKTepU3YyIOThCS 3HAYHUM 3HUKEHHSIM Y CHPOBATIIl KPOBI PIBHS OAHOTO abo
IBOX (He OuIbIlle) OCHOBHHMX KJaciB Ig 3a HOpMalbHOrO a0o0 MiJABUIIEHOTO BMICTY
iHmmx. [Ipuunna poro iMmyHoaedinuTy MoXe OyTH IMOB'sI3aHa 3 MOPYIICHHSM Tepe-
MukaHHs cuHTe3y 3 [gG Ha IgA. MoXyTh XBOPITH SIK JIITH, TAK 1 JOPOCIIL.

Haiiuactime Ttparusierbest cenexktuBHuil gedinut IgA (CIIgA) (mommpeHicTh
1:500-700 oci0) 1 pinko — IgG Ta IgM.

CHIgA — ue naiinommpenimuid [11]1, mo xapakrepusyeThcsi 130Jb0BAaHUM 3HU-
KEHHSIM PIBHS cUpoBaTKOBOrO IgA mpu HopmansHUX piBHIX [gG Ta IgM, y narieHTiB
BIKOM ITOHAJT 4 POKH.

Erionarorenes

Ha Binminy Bix xBopoOu bpyrona, ne aedext BinOyBaeThCs Ha eTami mnpe-B-
kimituad, pu CIAIgA kinbkicTe B-nmiM@ouuntis y nepudepiiiHiii KpoBI HOPpMAJIbHA.

Mexanizm: opyuieHHs1 TepMiHaiIbHOI nTudepenuianii B-kimiTuH y mia3MaTiuydHi
KJIITUHHU, 110 CeKpeTyroTh IgA.

I'enemuunuii acnexkm: acouianis 3 raruotunamu HLA (A1, B8, DR3), mo Bkazye
Ha CKJIaJHY TOJITeHHY npupoay. Yacto criocrepiraerbes 3B's130K 13 reHom TNFRSF13B
(Tumor necrosis factor receptor superfamily member 13B).

Kainiuni ¢penorunnu

Hedinut IgA gacto mae 6e3cumnToMumii nepeoir. [IpoTe y neskux marieHTis,
0cO0JIMBO TIpH TIOEIHAHHI 3 AeinmToM npoaykiiii IgG, BiH cTBOpIOE cepiio3Hi pobIeMHu,
TaKi sK:

e peUIUBYIOU1 THGEKITT BEPXHIX JUXATBHUX NUIAXIB: CHHYCUTH, OTUTH, OPOHXITH,
CIiI mam'staTd, 1o AeiuT cekperopHoro IgA BimkpuBae «BopoTay» s aaresii
OaxTepiii Ta BIpyCiB Ha CIIM30BHUX.

e XpOHIUHI 3aXBOPIOBAHHS TPABHOTO TPaKTy (4Uepe3 BIACYTHICTb MICIEBOTO
3aXHCTY CIM30BHX): CXWIILHICTH J10 JsiMOmmio3y (Giardiasis), cuaapom MaibabcopOrii;
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e PO3BUTOK aJIEpPriYHUX 3aXBOPIOBAaHb: BUCOKA YaCTOTa aTOMIYHOTO JE€PMATHUTY,
OpOHX1aJbHOI aCTMU Ta Xap4yoOBOi ajleprii;

e PO3BUTOK ayTOIMyHHUX 3aXBOPIOBAHb: IEJIiaKisl, CHCTEMHU Y€PBOHUIN BOBUAK
(CYB) Ta miaBUIIEHUI PUZHK PO3BUTKY 3JI0SIKICHUX HOBOYTBOPEHbD.

JiarnocTu4Hi kpurepii 3a ganumvu ESID

1. PiBens cupoBarkoBoro IgA < 0,07 r/a (BuMipstHUI 1Bi41).

2. Bik marieHTa > 4 pokiB (BUKIIOUEHHS TPAH3UTOPHOI riroraMmariaoOyiniHemii).

3. HopmaunsHi piBHi IgG ta IgM.

4. BuUKimoueHHs BTOPUHHUX MPUYKH (HAPUKJIIa] IPUHOM TIpernapaTiB: BaJbIIPOATH,
MEHIIMIaMiH).

5. HopmanpHa BiAMOBIAL aHTUTLT HA BakIMHAIO (AudepeHIliiHa JlarHOCTHKA
13 3BIJI).

TepaneBTHuYHa cTpaTeris Ta «4epBOHI panopub»

e 3abopona 3amicnoi mepanii BBII': npenapaTé BHYTPIIIHBOBEHHOI'O 1IMYHO-
rJI00YJIiHY He MOKAa3aHi, OCKIJTbKA BOHU MICTITh nepeBakHo 1gG.

e Pusux anaghinaxcii: y 30-40 % mnarienriB i3 C/IIgA BupoOISIOTHCS aHTUTINA
antu-IgA (xnacy IgE a6o 1gG); € pusuk (datanbHux aHadUIAKTUYHUX pEaKIliid Tpu
NepeMBaHHI TperapariB KPoBi, 110 MICTATh IgA (depe3 HasBHICTH aHTUTLI 110 IgA).

JIikyBaHH#A

Jlikysanns inghexuyiii anmuobiomuxamu

[Ipu HEoOXimHOCTI reMoTpaHCc(y3iii — BUKOPUCTAHHS BIAMUTUX €pPUTPOLIUTIB
a00 KpOBI1 B1Jl JOHOPIB 13 TakuM camuM aedirurom IgA.

CHIgA yacto € nuHaMiyHUM cTaHoM. Y 15-20% BumaakiB BiH MOXXE TpaHC-
dbopmyBarucs y 3BIJI, mo morpedye moOpiYHOTO MOHITOPUHTY PIBHIB YCIX KJIACIB
IMyHOTJI00YJTIHIB.

CenextuBHuM Aedinut IgM

Cenextunauii aedinut IgM (CAIgM) — ue piakicuuit Bapiant ITIJ], mo xapakre-
PU3YETHCS 130IbOBAHUM 3HIDKEHHSM PIBHS cHpoBaTKoBoro IgM Hipkde 2 cTaHIapTHUX
BIIXWJICHB BiJ] BIKOBOi HOpMH (3a3Buuail < 0,4 1/ y n0pociaux) Mpu HOPMaIbHUX
piBHsix 1gG Ta IgA, a Tako BiACYTHOCTI 1e()eKTIB KIITUHHOT JIJAHKU IMYHITETY.

VY XBOpUX CHOCTEPIracThCs MiABUINECHA YYTIUBICTh A0 TPAMHETATHBHUX OaKTepiit
Ta 1H)EKIIH, O CYMPOBOIKYIOThCS OaKTEpiEMIEIO (CETICHC, MEHIHTIT).

EmnigemioJiorist Ta erioJsioris

[ommpenicte CHIgM B 3aranbHiil nomyssiiii omiHoeThes mpudau3Ho sk 0,03 %.
Cran Moxe OyTH SIK IEPBUHHUM (TE€HETUYHO AETEPMIHOBAHUM ), TAK 1 BTOPMHHKUM (BHACIIJIOK
Heor1a3iil B-KIITHHHOT J1iH11, 3aCTOCYBaHHS IMyHOCYIIpecOpiB a00 BTpaTH O1IKa).

['eneTnuHuii 6a3uc 3alMIIAETHCS TETEPOrCHHUM; ONMUCAHI BUNAIAKUA MYTallii
y TeHaX, BIJMOBIIAIBHUX 32 PEKOMOIHAIIIIO Ta MEPEKITIOYEHHS KJIaciB aHTUTLI, IPOTE
cnenupiuHOTO €MHOTO JIOKYCY HE BU3HAYEHO.
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IIaTorenes

[gM € «mepIoro JiHIEI0 3aXUCTY» 1 BIAITPa€ KPUTHUHY POJIb y TAKUX MpoIecax:

e ATIIOTUHAILISl TATOTEHIB Ta AKTUBALlISl KOMIUIEMEHTY 32 KIIACUYHUM LUISIXOM;

« OTICOHI3AITis 1HKAICYJIbOBaHUX OakTepii (Streptococcus pneumoniae, Neisseria
meningitidis, Haemophilus influenzae);

e PETYJIALILS AyTOIMYHITETY: IPUPOoIHi [gM nonomMararoTh y KIipeHCl aloNTOTHIHUX
KJIITHH, 3a11001ratou pO3BUTKY CUCTEMHOIO 3allaJIeHHS.

Kuiniyna kapTuna

3HayHa YacTHUHA Mall€HTIB 3aJUIIAE€THCA aCHMIITTOMHOIO J10 TIEeBHOTO Yacy. [Ipote
y KJIIHIYHIA TPAKTUI MU HalYacTillle CTUKAEMOCS 3 TAKUMU MIPOSBAMHU:

1. PeruauBytroui iHQEKIii: MepeBaKHO CHHOIYJIbMOHAJbHI (CHHYCUTH, OTHUTH,
MTHEBMOHII) Ta 1H(EKLIi CEYOBUBIIHUX HUISIXIB. XapaKTepHa CXWIBHICTh JO TAAKKOIO
nepediry rpuOKOBUX Ta BIPYCHHUX 3aXBOPIOBAHb.

2. ATOmiYHI CTaHW: BHCOKA YacTOTa aJepriuHOTO PHUHITY, OpOHXialbHOI acTMH
Ta €K3EMHU.

3. AytoimyHHi 3axBoproBaHHs: CUB, peBmaroinmnuii apTpur, ayToiMyHHa
THUPEOiNOMNaTIS.

4. CruieHOMeTallisl: 4acTo CIOCTEPIraeThesl MPHU MO€EAHAHHI 3 JiMdonpoidepa-
TUBHUMHU PO3JIaJIaMHu.

JliarHocTHKA

J11st BCTAaHOBJICHHS 11arHO3y HEOOX1IHO TOTPUMYBATHUCS HACTYITHOTO aJITOPUTMY:

« piBeHs IgM: nBidi migTBEpKEeHE 3HIDKEHHA < 2 SD Big HOpMU;

e piBHi IgG Ta IgA: moBuHHI OyTH B Mexax HOpMHU (IudepeHIliiiHa JlarHOCTUKA
i3 3BI/I;

e OITIHKA crienudIYHOT BIAMOBI: BU3HAYCHHS TUTPIB aHTHUTLI JI0 MOJIicaXapuIHAX
AHTUTEHIB (HANpUKIAJ [0 MMHEBMOKOKA) IMiCJg BaKIMHALli; YacTO y TMAalI€HTIB
13 CIIgM BusBIsieTbCs MOPYIIEHHS poayKiii cnerudiuaux 1gG;

e IPOTOYHA UTOMETPIA: KiIbKicTh CD19+ (B-kiiTuH) 3a3BU4ail B HOpMi, IPOTE
MO3K€E CIIOCTEPITaTHCs 3HUKEHHS KUTbKOCTI B-kimitun mam'sati (CD27+).

JlikyBaHH#

€nunoro npotokoiy jikyBanHs CIIgM He icHye, Tepamist Mmae OyTH 1HIUBITYya-
J130BAHOIO:

e CIIOCTEPEKEHHS: ACUMITTOMHI TIAIIEHTH 3 HOPMATLHOKO BIIITOBI IIO HA BAKIMHAITIIO;

e aHTUO10TUKOTEPAITiS: PAHHE Ta arpeCUBHE JIIKYBaHHS OakTepiaibHUX 1H()EKIIIi;
y BaXXKHUX BUMAJKAX — MPOPITIAKTUYHI 03U aHTHO10THKIB;

e BaKIIMHAIlISA: KOHIOTOBAaHI BaKIMHU TPOTH IMHEBMOKOKAa Ta MEHIHTOKOKa €
000B'I3KOBUMH, KOHTPOJIb TUTPIB ITICIIS IICTUICHHS,

e3amicHa Tepamisi BBII': He € cranmapTHOW0, OCKiIbkM IgM He MICTUTBhCS
B npenaparax 1gG; npu3HayaeThCs JIHIIE 32 YMOBU CYIYTHBOTO Ae(IUTy crennupiaHmuX
anTutul [gG Ta yacTux 1HGEKIIH;
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Baosicnueo! 3asoicou cnio nioosprosamu cenexmusnuii degpiyum IgM y nayienmie
3 BANCKUM NepedicoM MEeHIHSOKOKO0B0I IHgeKyii abo cencucom, GUKTUKAHUM THKANCYIbO-
8aHOI0 (QIOPOIO, HABIMb AKWO 3A2ANbHULL PIBEHb 2aMMA-2N00)IHI8 8U2NA0AE CIAOLTLHUM.

HaiiBaxxui KJIiHIYHI TIPOSIBU CIIOCTEPITalOThCS MPU CeJIeKTHUBHOMY AediuuTi
cyokiaciB 1gG. 3aranpamii piens IgG moske 3anumaThcs B MeXax HOpPMH, aje
3HIKYETHCS PIBEHBb OJHOTO a00 JeKiIbKoX cyOkiaciB (Haigactimre 1gG2 a6o 19gG3).
Yacrto noenyeThes 3 aedinurom IgA. XBopi CTpaxaar0Th Ha PELMIUBHI THIMHI OTUTH,
CUHYCHUTH Ta THEBMOHI].

EnixemioJiorisi Ta nomupeHicTs

CratucTtka Mmoo ceinekTuBHOro Aedimuty IgG cyTTeBO Bapiroe 3aleXHO Bif
MOMYJIAIi Ta KpUTepiiB miarHocTHKU. Ha BimMiHy Bif cenekTtuBHOTO nedimuty IgA,
nedinut cyoxnaciB IgG TpamisioThes pifiie, ajne 9acTo B KOMOIHAI 3 HUM.

3azanvna nonyaayia: TOMMPEHICTH OIiHIOETHCS B Mexkax 1:2 000-1:5 000.

I'pynu pusuky: cepen MAIllEHTIB 13 PEHUIAUBYIOUUMH 1H(OEKIISIMUA TUXATbHUX
NUIAX1B 1ief noka3HuK Moxke caratu 10-20 %o.

Yacmoma 3a cyoxknacamu:

1. IgG1: TpamnseThes BKpaid piaKo sIK 130J1b0BaHa popma, 3a3BUYAN CYIPOBOIKYE
3arajgbHUM BapiabenbHuil imyHoaediuut (3BI).

2.19G2: maiywactimmit 'y miTedl ("4acto acomidioBanuii i3 gedimurom IgA
Ta MOPYIICHHSM BIJIMOBI/II HA TOJIICAXaPHUIHI AHTUTEHH ).

3. IgG3: naituacTimuil y 10pOCIuX.

B mabn. 2 npencrasnena nudepeHiiiiiHa JlarHOCTUKA CEJIEKTUBHOTO JAE(IIUTY
cyOkiaciB IgG: milieHi Ta KJIHIYHI TTPOSIBH.

Ta0ans 2
JMudepenuiiina giarHocTuka cejileKTUBHOIO aedinurty cyokiacis IgG:
MillleHI Ta KJIiHIYHi IPOsIBH

Cy6knac OCHOBHa MilleHb (aHTUreHK) KniHiyni nposBu

lgG1 Binkosi aHTUreHu (Bipycu, TOKCUHK) Baxki nioreHHi iHekLii (pifgko i3011b0BaHo)

lgG2 lMonicaxapuaHi aHTurenu (S. pneumoniae) | Peunaysyrodi OTUTI, CUHYCUTW Y OiTEN

lgG3 BinkoBI aHTUreHu, Bipycu XPOHiYHi 6pOHXONereHeBi 3axXBOPIOBaHHS Y JOPOCTINX

lgG4 XpOHiYHa aHTUreHHa CTUMYNALIS YacTto 6e3CMMNTOMHO (SIKLLO He YacTuHa
|gG4-acoujinoBaHoi xBopobu)

AJITOPUTM JiarHOCTUKHM CeJIEKTUBHOIO aedinuty cyokiacis 1gG

JliarHOCTHKa HE TTOBMHHA IPYHTYBAaTHUCS BUKIIFOYHO Ha IMOOJHMHOKOMY BHMIpPIO-
BaHHI KOHIIEHTpAIlil 130TUIB. BaXXIMBO JOTPUMYBATUCS €TAMHOCTI, 00 YHUKHYTH
rinep1iarHOCTUKY TPAH3UTOPHUX CTaHIB.

Eran I: Kniniunnii Big0ip (Kpurepii BK/II0YeHHSs1).

OO6crexxenns Ha cyOknacu [gG mokazaHe maiieHTam, ki MaloTh:

1) peruuByroui OakTepiaibHi 1H(QEKIT AUXaIbHUX IUIAXiB (IMOHAJ 6 OTUTIB/PIK,

2 cUHYCHUTH/pik a00 2 MHEBMOHII/PiK);
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2) HOpMaJIbHI MOKa3HKUKH 3araabHoro 1gG, IgA ta IgM (abo i301p0BaHe MOMIpHE
3HIKeHHS IgA);

3) BiICYTHICTh BTOPMHHUX MPUYKH iMyHOcympecii (mpuiiom I'KC, nurocraTukis,
OiKOBa BTpaTa).

Eran I1: JlaGoparopna Bepudikauisa (KinbkicHuii anasis).

Busnauenns piBuiB IgG1, 19G2, 1gG3 Ta IgG4 meTonoM paaianbHOT iMyHOIU(Y3ii
a00 HedemomeTpii.

Basicnueo! [liacnos ecmanosnioemovca auuie npu 3HUNCEHHI pieHSA cYOKIAcy
Hudicue 2 cmanoapmuux eioxunenv (-2SD) 6i0 6ikosoi Hopmu, 3agikcosarnomy 08iui
3 inmepsanom 6 1-3 micayi.

Eran III: Ouinka ¢gyHKIioHAJBHOI 31aTHOCTI (30J10THIi CTAHAAPT).

Le kputnunuii etan. Huspkuii piBeHb cyOKiIacy 0e3 NOpyIeHHS aHTUTLIOYTBOPEHHS
4acTo HE MOTpeOye JTIKyBaHHS.

e Tecm na cneyughiuny 6ionogios: oniHKa TUTPIB AaHTUTLI O OUTKOBHX (TIpaB-
1eBuit / qudrepiitHul aHATOKCHH) Ta MoJlicaxapuIHux (S. pneumon;ae) aHTUTeHiB.

o IlIpo6na éakyunayisa: K0 BUXITHI TUTPU HU3bKI, IPOBOAUTHCS BaKIIMHAIIIS
(manpuxnan «ITaeBMo-23» a6o [TIKB-13) 3 moBTOpHUM BUMIpIOBAaHHSM THUTPIB Yepes
4-6 THK.

Anroput™m audepeHiiftHOl AIarHOCTUKUA Ta TaKTUKa BEJACHHS MAIll€HTIB MOpU
BUsIBJICHH]1 nedinuty cyokinaciB IgG npencraBneno B maobi. 3.

Ta6muis 3
AuropurMm audepeHiiiHOl JiaATHOCTUKHU TA TAKTUKA Be/IeHHS MALICHTIB
npu BusiBJeHHi 1edinuTy cyokiaacis IgG

Kniniyna cutyauis IZMOBipHMﬁ piarHos TakTuka
1 19G cybknacy + | Bignosigb |CenektuBHuiz aediunT cybknacy | AncnaHcepHe CrnoCTEPEXEHHS, iIMyHOKOPEKLiS
Ha BaKLUWHaLit0
1 19G cybknacy + HopmanbHa |BapiaHt Hopmu / JlabopatopHuid | JTikyBaHHS SIK iMyHOKOMNETEHTHOTO NaljieHTa
BiZMNOBIAb HAa BaKLMHALO (heHOMeH
L1gG1+ | 1gG2 + | IgA Migospa Ha 3BIA (CVID) ['nnboke reHeTnyHe / heHoTUNoBE OBCTEXEHHS
[Mpumimka: | — 3HWKEHHS NOKa3HMKa Hik4e BiKOBOI HOPMM (MeHLLe -2SD) y ABOX NOCNIBOBHNX BUMIPIOBAHHSIX.

MoOHITOpHHI CTaHy

[TamieHTH TOBUHHI MPOXOAUTH 00CTEKECHHS KOXKHI 6—12 Mmic:

e CIIIPOMETPIst (KOHTPOJIb (DYHKIT AUXAHHS);

« KT nerenp BuCOKOT po3A1IBHOI 3JaTHOCTI (3a Mi03pH HA OpoHXxoekTa3u — 1 pa3
Ha 2—3 pOKH);

 IOBTOPHUM KOHTpOJIb piBHIB IgG Ta cyOkiaciB (0cOOIMBO y IiTEH, OCKUIBKH
MO>KJTUBE CIIOHTAHHE OJTy>KaHHS 3 BIKOM — TaK 3BaHE «03PIBaHHD IMyHHOI CUCTEMH).

Y o0oodamxy 3 mnpencraBnena Ilam'aTka s 0aTbKiB TAIIEHTIB 13 MIJ03POIO
abo BcraHoBiieHMM jgiarHo30oM «CenektuBHUE nedinur cyoxmacy 19G / Jdedimur

crienupiyHUX aHTUTLID.
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Nedinut cnenudiuaux antutia (SAD) — cran, npu ssKoMy piBHI BCiX KJaciB
IMYHOTJIOOYIIiHIB y HOPMI, ajie OpraHi3M He 3aTHUI BUPOOIATH e(DEeKTUBHI aHTUTLIA
IPOTH KOHKPETHUX aHTUTEHIB (HalJacTile — MojicaxapuaIHux 000JIOHOK OaKkTepii,
HaAINPUKJIaJ THEBMOKOKA).

3 metoro aiarnoctuku SAD nipoBoasats ckpuHiHr piBHIB IgA, IgM, IgG Ta ix cyOk-
JIaCiB METOJIOM eJieKTpodope3y OLIKIB CHPOBATKH 200 IMyHO(PEPMEHTHOI'O aHAITI3Y.

Jlo cenuigHUX IMyHOJIOTTYHUX MOPYIIEHb BIIHOCITH HACTYIIHI !

1) cimimoBi kimbkocTi IgA (3a ymMoB Horo nmedimurty) NMpu HOPMaJIbHOMY a0o
3HIKeHoMY piBHi 1gG;

2) HOpMalTbHUI 200 TiaBHIeHH piBeHb IgJM y cupoBariii KpoBi;

3) kibKicTh B-nmiMm¢onuTis, K NpaBuIio, y Mexax HOPMH,

4)y neskuX BHIQJKaX CIIOCTEPITraeThCsl 3HWKCHHS KiIbKocTi T-xenmmepiB Ta
1IBUIIICHHS piBHA T-Cympecopis.

JIikyBaHHA

Teparmisa cumnromaTiyHa: aHTUO10TUKOTEpallis npu 1HGeKkisIX. OCHOBHUI METO/T
nikyBanHs SAD — 3amicHa Tepartisi, oco0nuBo mpu aedinuti IgG abo koMOIHOBaHHUX
nedinurax. 3amicHa Tepamis BBII' npusnauaerbes numne npu nedinuri cyokiacis 1gG
ab0 crieru(pIuHUX aHTUTLUI, SKIIO € Bkl OakTepianbHi iH(ekii. BBII' npu3znavaeThcest
y 1031 200—400 mr/kr macu Tina autuaM 1 pa3 Ha 3—4 tux. KoHTpoas e(h)eKTUBHOCTI:
piBeb IgG y nepudepuyHiii KpoBl HalieHTa Ma€ NIATPUMYBATHCS HE HUXKYE 3 T/IL
[Ipu 1301p0BaHOoMy Aediuuti IgA BBII npotunokasana.

Baswcnuei 3acmepesrcenna:

o Crin joTprMyBaTHCs 00EPEKHOCTI YEPE3 PUZHUK PO3BUTKY aHA(MUIAKTHYHOIO LIOKY.
Lle moB's3aHO 3 MOYKIJIMBICTIO MIPOAYKINT aHTU-IJA-aHTUTLI Y MallieHTiB 3 nedimmrom [gA.

o Jlnst 3amicHoi Tepamii SAD y Takux BUNAAKax MOTPIOHO BUKOPHUCTOBYBATH
npenaparu, 1o He MicTaTh [gA.

o Baknunartist (KpiM »)KUBHX BaKIMH Y BAXKKHUX BUITQ/IKaX).

JudepeniiiiHa giarHoCTHKa CeNIeKTUBHOTO AedinuTy cyOokinaciB IgG Ta nedinury
cnenupIuHUX aHTUTLUI IpeACcTaBieHa B maoi. 4.

Ta6nus 4
JIudepenuiiina giarnocTuka cejleKTUBHOTO Aedinuty cyokaacis IgG
Ta Ae@iuuTy cneuruPivyHuX aHTUTIJ

O3Haka

CenektuBHUi aediuut cybknacis IgG

Oediumnt cneuyundiyHUX aHTUTIN

KinbkicHuit piseHb 1gG

SHWKEHUI 0guH abo fekinbka cybknacis
(Hanyacriwe IgG2 abo 1gG3)

Hopmanbhui (3aranbHuit 1gG Ta Bei
cybKnacy B Mexax BikOBOI HOpMI)

Bignosigb Ha GinkoBi aHTUreHw
(MpaBLEBWN aHATOKCKH)

3asBuyail 36epexeHa

36epexeHa

Bignosigb Ha nonicaxapuan
(NHEBMOKOKOBA BaKLMHa)

YacTo 3HuxeHa (0cobnmBo npu gediuuTi
lgG2)

3aBxay 3HwkeHa abo BiAcyTHA (ue
rOINOBHUI KpUTEPIN)

NaToreHes

[NopyLLEHHs NepeMUKaHHs KnacisB iMyHO-
rnobyniHis abo fo3pisaHHa B-kniTuH

[edbekT po3nisHaBaHHs CKITaaHNX LiyKpiB
(nonicaxapugiB) Ha NoBepPXHi bakTepiit

Bik BCTAHOBIEHHS fiarHo3y

MoxnmBo 3 2 pokiB (nicns ¢isionorivyHol
rinorammarnobynisemii)

He paHilwe 2 pokiB (00 LpOro Biky Bid-
noBidb Ha nonicaxapuam isionorivyHo
cnabka)
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XAPAKTEPHUCTHKA 3AXBOPIOBAHDb
3 JE®ILUTOM KJIITUHHOI JIAHKH IMYHITETY

Hedimut kmitraEOTO iMyHITETY (T-manku) craHoBUTH 5—10 % 3aranbHOT KITBKOCTI

IMyHOAE(DIIUTIB 1 MPOSBIISIETHCS PI3SHUMHU CUMITTOMOKOMIJICKCAMHU.
Cunapom i J>xopaxi

Cungpom Jli JI>xop/oki — 11e TeHETUYHE 3aXBOPIOBAHHS, IPUYUHOIO SKOTO € MIKPO-
aenerist (BUIaJIeHHs] HeBEJIMKOT UITHKH) YaCTUHU 22-1 XpOMOCOMH, HAYACTIIIIE Yy JIOKYCI
22q11.2, mo BIuMBae Ha T€HHU, BAKIIUBI U PO3BUTKY, Ta MMPU3BOAUTH 10 (hopMyBaHHS
BPOKEHUX BaJI CEpIls, MPOOJIeM 3 IMyHHOIO CHCTEMOIO, TIOPYIIIEHb PO3BUTKY TUMYCY,
IIUTONO/11I0HOT 1 MapalUTONOAIOHUX 3aJ103 Ta MPOSBIAETHCS XapaKTEPHUMH PHUCAMHU
o0nuyus. Y OUIBIIOCTI BUIMAJIKIB BUHUKAE CIIOHTAHHO 1 HE ycmaikoByeThes. KimiHiuHa
kapTuHa cuHapomMy i Jlxopmki 3ymMoBieHa koMOiHOBaHUM Jedinurom T-miM@oruTis
Ta MOPYIIEHHSM PO3BUTKY MapaIMTONOIOHUX 327103 Ta 1HIIIMX OPTaHiB.

OcHoBHI niposiBU cuHApoMy i [IKOpK] BKITFOYAKOTh:

o Imynooegiyum. Y 3B's13Ky 3 HEIOPO3BUHEHUM a00 BiICYTHIM TUMYCOM BiAOY-
BA€TbCA 3HWKEHHS KUIBKOCTI Ta GyHKUii T-miM@OuUTIB 1 3HMKEHHS 37aTHOCTI
MPOJIYKYBaTH aHTHUTIJIA 32 HOPMaIbHOI KiIbKocTi B-miMdonutie. BHacminok nedinury
T-KITITHH NAIEHTH CTPAXKIAIOTh B/l PEIIUIMBYIOUUX 1HDEKIIIH, CIPUIUHEHUX TMPOKUM
CIIEKTPOM MATOTEHIB: BIpYyCH, Mapa3uTH, JIedKl OakTepii Ta rpuoH.

e Enooxpunni ma neeponoziuni nposaeu. O3Haku AUCPYHKIT TapauTornoaioHux
3a503 (rinonaparupeoinu3m). HemopospuHeHHs (TiMmoIurasis) mapamyaTonoaiOHuX
3aJ103 NPU3BOAUTH JO0 PI3KOTO 3HMKEHHS PIBHS KaJbI[iI0 B KPOBI (T1MOKAJIbLIEMIs) Ta
BUHUKHEHHS CYJIOM, IIIO € OJTHMM 13 HAOUIBIII paHHIX CUMIITOMIB 3aXBOPIOBaHHS.

e Bpoooiceni éaou ma oucmopghia. Cungpom Jli Jkopki moB'si3aHuii 13 mopy-
IICHHSIM €MOPIOHAILHOTO PO3BUTKY TPETHhOi Ta YETBEPTOI IIOTKOBUX KHUIIEHB, IO
MIPU3BOUTH 10 MHOKHMHHUX BaJI.

Jlucmopgpis obauuus: HENPaBUILHO CPOPMOBaAHI Ta HU3BKO MOCAIKEHI ByXa,
MaJIeHbKa HIDKHS I1IeJiena, MOPYIICHHS PO3BUTKY MiTHEOIHHS (po3IesMHa, BOBYA Mallla),
AHTUMOHTOJIOITHUNA PO3pi3 ouel (30BHIIIHIM KyT OKa HIKYUM 3a BHYTPIIIHIN).

DeHOTUIINYHI 03HAKHU JIITeH 13 cuHapomMoM Jli JIKopKu peacTaBiaeHo Ha puc. 1.

Puc. 7. litu i3 cungpomom [i Jlxopmxu

https://dnk-center.kz/di_george_syndrome.php
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Baou pozsumxy enympiwnix opearis:

— arpesis (BIACYTHICTh a00 HETOPO3BUHEHHS) CTPABOXOY;

— HEJOPO3BUHEHHS HUPOK 1 CEUYOBO/IIB;

— BaJ¥ PO3BUTKY MOPOKHUCTHUX BECH;

— BpOKEH1 Baju cepud (nedexTu neperopoiok, Terpaga damio).

e 3ampumKa nCUXOMOMOPHOZ0 MA MOBHO20 PO3GUMKY, TPYTHOIIl Y HaBUAHHI.
VY nesKux BUIAIKAaX MOXYTh CIIOCTEPIraTHCs TICUX14H1 Ta/a00 MOBEIHKOBI BIIXUJICHHS.

e Hebesneuni (0o nemanvhoi) peakuii Ha Hcugi, ameHyuo6aHi 6AKUUHU
(HampuKIaa MpoTH Kopy, nomomienity, BLDXK).

HMiarnocTuka cunapomy i Jxopaki 0azyeTbcss Ha KIIIHIYHMX O3HaKax Ta
M ATBEPKYETHCSI TCHETUIHUMH TECTaMH, TeperyciM (IyOpECIIEHTHOO T1I0pHUIN3AITIE0
in situ (FISH-MeTo10M) Ta XpOMOCOMHHM MIiKPOMATPHUYHHM aHATI30M JIJISI BUSBIICHHSI
Tenerii y 22-i XpoMOoCcoMi, a TaKOXK 010XiIMIYHUMH Ta IMyHOJIOTTYHUMH JTOCITPKEHHIMH
(xasIbIIiiA, TapaTropMoH, T-KITITHHHM) 1 IHCTPYMEHTAILHUMH OOCTeXKEHHIMH (eX0Kap1io-
rpadis (ExoKI'), peHtreHorpadis rpyaHOi KIITKH), IO JOIOMAaralOTh OI[IHUTH
(GyHKIIIOHYBaHHS OpTaHiB.

1. Kniniuna diacnocmuxa:

e OTJISII: BUSIBJIICHHS XapaKTEPHUX PUC OOJIUYYS, PO3IICIHUH M1THEOIHHS, HU3bKO
MOCA/PKEHUX BYX, TPOOJIeM 13 3ybamu;

e aHAMHeE3: yacTi iHdeKli (yepe3 IMyHo1e(IIuUT), CyA0MU (Yepe3 TMOKAIBLIEMIIO).

2. Jlabopamopni mecmu:

e 010XIMIYHE JTOCHIJPKEHHS KPOBI: TIOKAIBIIIEMISI Ta 3HHXKEHHS PIBHS 1apaTrOPMOHY;

e IMYHOJIOT1YHI TECTH: MiIPAXYHOK 3arajbHuX JiMporwuTis, T- Ta B-kiiTuH, omiHka
¢ynkuii T-KIITHH (3HUKEHHS YU BIJICYTHICTh TUMYCA), PIBEHb IMYHOTJIOOYTiHIB.

3. Incmpymenmanwvui 00C1i0IHCEHHA

o ExoKI': BusiBIEeHHS BpoIXKEHUX Baj cepus (Hanpukiaa terpaaa damio);

e pentrenorpadis rpymnoi kimitku / Y3/1: ominka po3mipy Ta QyHKIIH THMyca
(Mosxe OyTH BiACYTHIHM a00 3MEHILICHHI) Ta MAPAIIUTONOAIOHUX 3aJ103.

4. Monekynapno-zenemuuni mecmu 0151 NIOMGEPOHCEHHA Oe1eUii:

e FISH-MeTOn — nuTOreHETHYHMIA TECT NJisi BUSBIICHHS MIKpPOJENEIii B JOKYCi
22011.2;

e XpOMOCOMHUH MIKPOMAaTPUYHUN aHAI3 — CydYaCHUN METOJI, 10 BUSBJISIE JIETCIIii
110 BCbOMY T'€HOMY;;

e MYJIbTHIUICKCHA JIITAIlIHHO-3aJIe’KHa 30H10Ba aMIuTi(ikaris.

Jlikapi-crieriaaicTi By3bKoro mpod o (TeHETUK, Kap IioJIor, IMyHOJIOT) KOMOIHYIOTh
11l METO/IU ISl BCTAHOBJICHHS TOYHOT'O JIIarHO3Y Ta BU3HAYCHHS CTYIICHsI YPKEHHS OpTaHiB.

JlikyBaHH#I CTIpSIMOBaHE Ha KOPEKIII0 IMYHHOT'O Ta €HAOKPUHHOTO J1e(MIIUTIB.

1. Imynonociuna xopexuisa. llepecagka TuMmyca € OCHOBHUM METOIOM BiTHOBJICHHS
T-xniTUHHOTO IMYHITETY y BHMAaJKaX MOBHOI aruiasii TuMmyca. BBeneHHS TOpMOHIB
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TUMYCa BUKOPHUCTOBYETHCS 13 3aMICHOIO METOIO JIJIsl CTUMYJISAIT TO3piBaHHS ICHYFOUMX
T-xmiTiH ab0 iX MONepeTHAKIB.

2. Cumnmomamuyna mepania CupsMOBaHA Ha YCYHEHHsI KJIIHIYHUX TIPOSBIB
3axBoproBaHHsI. OCHOBHUMH HANpsIMKaMU JIIKYBaHHS € KOPEKI[is TiMOoKaIblieMii 1Jis
3aro0IraHHs PO3BUTKY CY/IOM, SIKI MOXKYTh OyTH CIPUYMHEH]1 JUCHYHKIIIEIO MapaluTo-
noAi0HKX 3an03 (TinonaparupeoianMom). KpiM toro, HeoOxinHe edeKTUBHE JTIKyBaHHS
PELUIUBYIOYNX 1H(DEKIIIH, 10 € KIFOYOBOIO MPOOIEMOIO ISl MAIll€HTIB.

IIporno3 (HasiBHi crniocTepeskeHHs1). 3TiAHO 3 HASIBHUMH KJIHIYHUMH CIIOCTE-
PEKEHHSIMH y AiTed 13 4aCTKOBHM JaedinmuToM THMyca (SKIIO JTUTHHA J0XKHBAE JI0
I'AITUPIYHOTO BiKYy) mposiBu cuuapomy Jli Jxopmki (30kpeMa iMyHHI MOpPYIIICHHS)
MTOCTYTIOBO HIBEIIOIOTHCA (3MEHIIYIOThCS a00 3HUKAIOTh), OCKIIBKHA T-KITITHHHHMA
IMYHITET MO>K€ YaCTKOBO BiJTHOBUTHCS.

XpOHiYHMI C/TU30BO-IIKipHUHA KaHM/J03

XPpOHIYHUHN CIIN30BO-LIKIPHUN KaHAMJI03 € KJIIACUYHUM IPUKIIAI0M CEJIEKTUBHOTIO
(BubipkoBoro) aedinuty T-KIITUHHOI BIAMOBIAl, CHPSIMOBAHOI BHHSTKOBO IMPOTHU
antureHiB rpudiB poxy Candida. Cyts nedekTy mosisirae came B I BHOIpPKOBii
HegocTaTHOCTI peakmii T-kimiTuH. BaxknuBo, 1o mpu boMy TYMOpPaIbHUM IMYHITET,
SKHUI BIANOBIJAE 32 CHHTE3 aHTUTLI, 3AJIUIIAETHCS HEMOPYLICHUM.

3aXBOPIOBAHHS XapPaKTEPHU3YETHCS XPOHIYHUM 1 PEIHUIUBYIOUHM YPaKEHHSM,
cnpuunHenuM rpubom Candida albicans 3 HactymHoOMO JOKamizalli€ro: mKipa, HIrTi,
BOJIOCHCTA YaCTHHA TOJIOBH Ta CIM30Bi 000IOHKH (POTOBA MOPOKHIHA, CTATEBI OPTaHM)
(puc. 8). YacTo cynmpoBOMIKYEThCS ayTOIMyHHHMHU CHIOKPHHHUMH 3aXBOPIOBAHHIMU
(rimomapaTtupeos, XBopoba AJIjTicoHa Ta iH.).

=

Puc. 8. Kanano3 mkip# pyk, CIn30Boi pOTOBOT OPOXKHUHH, CTPABOXOAY

ImyHo-12060paTOopHi 0cO0IMBOCTI:

1. HeamineHna kiibKicTh T-11iMGOIUTIB.

2. 3aranpHa T-kimiTHHHA QYHKILS: HOpMallbHA MpostidepaTuBHa Bianosiab T-mimdo-
IIMTIB Ha Hecnenu(iyH1 MITOTEHH, TaKl K (PITOreMartoTHHIH.

Crneuundiunuit nedexr T-kmiTuH: pi3ke 3HWKEHHS 3HaTHOCTI T-miMdoruTiB
aKTUBYBAaTHUCS Ta MPOAYKyBaTU JIMGOKIHU (IIUTOKIHHU, SKI KOOPAMHYIOTH IMYHHY
BIJIMOBI/b), 30KpeMa (HaKTop, KU MPUTHIYYE MIrpamio MakpodariB y MpUCyTHOCTI
antureny Candida albicans.
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Basicnueo! Bionosiov nHa inwii anmueenu ma mMimo2eHu modxce Oymu He nopyuieHa
(cenekmuenuil Oeghexm).

3. llIkipHi TecTH TimepuYyTIUMBOCTI yMOBiIbHEHOro Thiy Ha anturen Candida
HETaTHBHI.

4. 'ymopaiibHa BimoBias Ha antureH Candida ve mopymieHa (ToO0To aHTHTINA
no Candida mpoayKyroThes).

JIikyBaHHA

1. [IpoTurpubroBa Teparrisi. BUKOpHCTOBYIOTBCS CUCTEMHI Ta MiCIeB1 aHTU(]YH-
rajbH1 IpenapaTy JUisl KOHTPOJIIO XPOHIYHOT 1H(EKIii.

2. ImyHOKOpeKIIis.

3. [lepecanka Tumyca.

XAPAKTEPUCTUKA KOMBIHOBAHUX T- i B-IMYHOJE®PILIUTIB

Komb6inoBani T- 1 B-imyHnonedimutu cranosnsate 10-25 % 3aranpHOi KITBKOCTI

MEPBUHHOTO IMyHOIE(DIIIUTY.
TAaXKUM KOMOiHOBaHUHU iMyHOAedinuUT

Tsoxkuit kom6iHoBanuit imyHoaeditut (TKI) — ue rpyna HaitOuibm Tsokkux [T1],
10 XapaKTepU3YIThCA IMUOOKUM MOPYLIEHHSIM (YHKIIT Ta/abo KUIbKOCTI sIK T-, Tax 1
B-nimdouuris.

Bupinstors nea tunu TKIJI: X-3uenienuii Ta ayToCOMHO-PEIICCUBHUIM.

Ha X-3uermennit Tun TKI/] XBOpitoTh MepeBaXKHO XJIOMYUKH, OCKUTBKH JIOKATI3AIis
nedekty BinOyBaeThes Ha Jokyci Xql13-21.1 (ren po3sramoBanuii Ha X-XpoMocoMi).
3axBOPIOBaHHS Ma€ HACTYITHI CrielU(I4HI O3HAKU:

e IOPYLIEHHS AUPEPEHIIIIOBaHHS CTOBOYpOBOi KITHHM Yy B- 1 T-nmiMdouury;

e OCHOBHHMH Je(eKT: MyTallis TeHa, 1o KOAye raMMa-JaHIor pemenrtopa a0 1JI-2
Ta IHIMUX MATOKIHIB, Takux sk [JI-4, IJI-7, 1JI-9, IJI-15, [JI-21, na T-nmimdonuTax;

e TIOpYIIEHHS (DYHKIIT TaMMa-JIAaHITIOTa: 11€ TPAHCAYKTOP CUTHATY IMPH 3B'A3yBaHH1
penienitopa 3 rutokinamu (1JI-2 ta iH.), HeoOX1gHUME 1715 Tipostidepaltii Ta BUKIUBAHHS
JTIMQOIUTIB.

Aytocomuo-peniecuBHuit it TKIJ[ po3BuBaeThCs BHACTIAOK TaKOTO crieruiy-
HOTO AedeKTy, ik MyTallis reHa Tupo3uHkinazu ZAP-70. Lle TpaHCKOAYKTOp CUTHAITY
B T-nmimdorurax, HeoOX1qHUN AJid iXHBOT npodidepallii Ta akTUBallii. XapakTepHOIO
03HaKo1o € BiacyTHicTh CD8+ kiiTun y nepudepuyniii Kposi.

Kuainiuni ocoduBocti TKI/I

Jlna TKIJ] xapaktepHo: epuTpoaepMis, aeckBamaitis mkipu (puc. 9), anomnerris,
XpoHIuHa fmiapesi, miMmdaneHonatis ta renarocrieHomeranisa. Jlita, xsopi Ha TKI/I,

MaloTh 3aTPUMKY (PI3UUHOTO PO3BUTKY.
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Puc. 9. Eputemaro3si Ta nanysiao-cKBaMO3H1 BUCHIIM Ha Tyi1yO1 Ta 00muuui HemoBiaTy mpu TKIJ]
https://www.sciencedirect.com/science/article/pii/S1027811711000322

TKIJI gacTo Ha3MBaOTh «CHHAPOM XJIOMYHKA B OyIbOAIIi» depe3 HeOOXiTHICTh
3a0€3MeUYCHHS CTEPUILHUX YMOB TSI BIKMBAHHS TUTHHHU.

XBopi, K MPaBUIIO, TOMHUPAIOTH Yy MepiIi 1—2 poKu KUTTS BiJ T€HEpaTi30BaHOl
1H(eKIIT, SIKII0 He OTPUMYIOTh JTIKyBaHHs. XapaKTepH1 PEIUIUBYIOU] Ta TSHKKI 1H(EK-
I11H1 3aXBOPIOBaHHSA (BIpyCHI, OaKTepialibH1, MPOTO30MHI Ta Miko3u). Ha peHTreHorpami
IPYIHOI KIITKYU BifICyTHS TiHb TUMYyca (puc. 10).

Puc. 10. OrsiioBa peHTreHOrpama

oprasiB rpyaHoi KiniTku Hemoisita 3 TKI/L.
BizyaunizyeThCst CHMIITOM «BY3BKOTO
Cepe/IOCTIHHA» BHACIIIOK aruiasii TUMyca
https://radiologykey.com/of-the-pediatric-thymus-
and-thymic-disorders/

Jlabopamopna kapmuna BitoOpaxae rIMOOKE MOPYIICHHS 000X JIAHOK IMYHITETY:

e TIMQOIMTONEHIS: 3HAYHE 3HUKEHHS 3arajbHO1 KUIBKOCTI JTIM(OIIUTIB;

e 3HIKEHA KUIBKICTh 1 pyHKIis T-mimMbouuTis;

e 3HIO)KEHHS piBHS B-nmimdoruris (00 BOHM MOXKYTh OyTH MPUCYTHI, aje HE PYHK-
IOHAJTBHI, SIK IPU X-34YETJICHOMY THIII TSHKKOTO KOMOIHOBAHOTO IMYyHOIE(IIHTY);

e TiroramMmmarjoOysineMis (3HWKEHHS PiBHS [g y cupoBaTili KpoBi);

e 3HMKEHI IIKIPHI TECTH TINEPUyTIMBOCTI YIMOBUIBHEHOTO THINY Ta 3HMKEHA
MPOAYKITIS aHTUTLI.
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JIikyBaHHA

TKI/Z € HeBiaKIaAHUM CTAHOM, 10 BUMArae arpeCUBHOTO Ta YacTO PaJuKaIbHOTO
JIKYBaHHS:

e TpaHCIUIAHTaLlisE reMonoeTndHux cToBOypoBux KiiThH (TI'CK) € ocHOBHHM
1 €TUHUM paIuKaJIbHUM METOJIOM JIKYBaHHS, OCKUTBKHU JI03BOJISE BIAHOBUTH 1e(hEKTHY
reMOIIOETUYHY CUCTEMY;

¢ aHTHOI0TUKOTEPAITisl BAKOPHUCTOBYETHCS JIJIS JTIKYBAaHHS Ta MPOQUIAKTUKH 1HHEKITIH;

« BBII' BUKOpPHCTOBY€EThCS SIK 3aMiCHA Teparis Ui 3a0e3leYeHHs] MacUBHOTO
TYMOPaJIbHOTO 3aXHCTY;

o CKCIICPUMEHTAJTHHI / aJIFTEpPHATHBHI METOIM: TEHHA TEePaIlisi ChOTOJHI CTa€ BHCOKO-
epextuBHIM MetoaoM JdikyBanHsa TKIJ nmopsa i3 TI'CK; BBeeHHS TOPMOHIB TUMYCA,

nepecaka KIITUH eMOPIOHAIbHOI MEYIHKY 1 TUMYCa MPAaKTUYHO Ha 3aCTOCOBYIOTHCS.

Cunapowm Jlyi-bap
(aTakcisg-TeneaHriekTasis)

Cungpom Jlyi-bap — ne kom6iHoBanuii T- 1 B-imyHOoae(hiuuT 3 ayTocCOMHO-peLe-
CUBHHUM THIIOM YCHAJKyBaHHs. 3aXBOPIOBAHHS J1arHOCTYETbCS Yy BIll 5—7 pOKIB
OJTHAKOBO YacTO SIK y XJIOIMYMKIB, TaK 1y AiBYaTOK. [[poruo3 BapiabenpHuil: AesKi Malli€HTH
noxkuBatoTh 10 20 1 HaBiTh 70 40 pokiB. J[0 HEBPOJOTIYHUX Ta CYJUHHUX IPOSIBIB
BIJIHOCATH IIPOrPECYIOYY MO30YKOBY aTaKcito (MOpyIIeHHs kKoopauHarii pyxiB (puc. 11),
AKa € MEepIIUM 1 HAlOUIbII XapaKTepHUM CHUMITOMOM, IO CXWJIBHHUMA JO MpPOTpecy-
BaHHS 3 yacoM. TakoXX XxapakTepHa HasIBHICTh TEJICAHTIEKTa31i — pO3IMIUPEHHS APi0-

HUX KPOBOHOCHUX CYIWH (CYAMHHHX «3IpOYO0K») Ha IIKipi Ta KOH'TOHKTHUBI (puc. 12).

Puc. 11. JTutuna i3 cunapomom Jlyi-bap Puc. 12. Teneanriexrasis oka
https://www.mif-ua.com/archive/article/40079 https://mdsearchlight.com/neurology/ataxia-
telangiectasia-louis-bar-syndrome/

Jlo iMyHOIe(PIIUTHUX TPOSBIB BIJHOCITH PEUUAMBYIOUI 1H(EKIIT MPUHOCOBUX
nmasyx 1 JIeTeHb BIPYCHOI Ta OakTepiaibHOi eTiosiorii. BHacmigok yactux 1HQEKIin
PO3BUBAETHCS OPOHXOEKTATUUHA XBOPOO0a, a K JJOBIOCTPOKOBI YCKIJIQJIHEHHS — YPaKEHHsI

HEPBOBOI, EHIIOKPUHHOI Ta CyIUHHOI CUCTEM.
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XBOp1 MatOTh BUCOKHH PUBHK PO3BUTKY 3JIOSKICHUX MyXJIMH (JiMpOMH, JTeHKeMiT
Ta pak IuUTyHka) yepe3 nopymenHs pemapamii JHK. Jlitu 13 curnpomom Jlyi-bap
MaloTh BIJICTAaBaHHA B PO3YMOBOMY PO3BUTKY. XapaKTE€pHI TaKOXK 3arajlbMOBaHICTb,
agrHaMis Ta OOMEKEHICTh IHTEPECIB.

Cneyughiuni iMyHONOIUHI NOPYULEHHSL:

eMmyTanis B reHi ATM (Ataxia-Telangiectasia Mutated), po3ramoBanomy Ha
xpomocoMi 11q 22.3; et ren BiAnoBigae 3a BiAHOBIeHHS nomikokeHb JIHK 1 pery-
TS0 KJIITHHHOTO THKITY;

e nopymiensst Gpyukuii T- 1 B-mimdoruTis;

eTiMoOIUIa3isg (HEIOPO3BUHEHHS) BTOPUHHUX JTIM(OINHMX OpraHiB: THUMYcCA,
CeJIe31HKH, TIM(ATUIHUX BY3/1B Ta MUTIATUKIB,

« 3HKeHu# piBeHb IgA, IgE ta IgG y cuposartiii kposi,

e [IIIBULIICHUH piBEHB ayib(a-PeTonpoTeiny.

JIikyBaHHA

1. 3amicna BBII" BBakaeTbcs «30J0THUM CTaHAAPTOM» JIIKYBaHHA JITEH 13 CUHA-
pomom Jlyi-bap.

2. CuMntomMaTHuHI TEpaIlis: HEBPOJIOTIYHA MIATPUMKA, peadiTiTaliifHi 3aX0/1u.

3. TpancmanTars kictkoBoro Mo3ky(TKM) 3acTocoByeThesl BKpait pijko uepe3
eKCTpeMaJbHy YyTIIUBICTh JI0 Paiio- Ta XiMioTeparnii.

4. IlpusnaueHHs: TOpMOHIB TuMyca. Ha cboronHi kiiHIiYHa €(EKTHBHICTh MPHU

cunapomi Jlyi-bap BBaxkaeThCcsi HU3bKOIO.
Cunapowm Bickorra — Ongpiya

[TepeBaxkHo xBOPIitOTH XJomuuku. [lepr mposiBu MOXIHBI 3 1,5-MICIYHOTO BIKY,
ajie MOBHA KIIIHIYHA KapTUHA 3a3BUYail PO3BUBAETHC IMI3HILIE.

Cunnpom BickorTta — Onjpiva KI1acu4HO XapaKTEPU3YETLCS Mpiadoro CUMNIMOMIG:

1) ex3ema: XpOHIYHE, YaCTO TSDKKE ypaskeHHs mKipH (puc. 13);

2) TPOMOOIIUTONICHIS: 3HWKEHHS KIIbKOCTI TPOMOOIIHMTIB, YaCTO 3 MAJIUM PO3MIpOM
CaMHX TPOMOOIINTIB,;

3) perIuBYyoUi moreHHi iH(EKIIHHI 3aXBOPIOBAHHS: SIK TIPABHUJIO, MaHI(PECTYIOTh
3 6-MICSIUHOTO BIKY.

r

Puc. 13. Cunnpom BickoTra — Onpiva: exzema
https://kiai.com.ua/ua/archive/2018/7%28112%29/pages-
48-52/sindrom-viskotta-oldricha-pervinniy-kombinovaniy-
imunodeficit-u-praktici-dityachogo-alergologa-

:ln u
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Looamxkosi npossu.

1. l'emopariuauii CHUHIPOM TMPOSBISETHCS IUIIMUCTO-TIETEX1aTbHUM BHCHIIOM
(puc. 14). B ocHOBiI HOTO PO3BHUTKY JICKHUTH MIKpPOTPOMOOITUTOIICHIS, IO KIIHIYHO
MaHi(ecTye MEJICHOO (IO THOTIOIOHMMH BUTIOPOKHEHHSIMU ), ITyPITYPOIO, EKXIMO3aMHU
Ta TOBTOPHUMH HOCOBHMH KPOBOTECUYAMH.

2. YcKIIaJHEeHHA. 3roJIoM 4YacTO PO3BUBAIOTHCS ayTOIMYHHI 3aXBOPIOBAHHS
(HampuKJIa reMOJIITUYHA aHEMIsl, BACKYJIIT) Ta OHKOMATOJIOTIT (MepeBaKHO JTiM¢pOMHU
Ta JerKeMii).

Puc. 14. Cunapom BickorTta — Onppiva:
A — MHOXWHHI IeTeXiaJIbHI BUCUTIAHHS Ha 00JIMYYi Ta MiAMIKipHA TeMaTOMA ITiJ] IPaBUM OKOM;

B — ex3emaTo3He ypaxeHHS MIKipU CTOIHU
https://en.wikipedia.org/wiki/Wiskott%6E2%80%93Aldrich_syndrome

Cneyugiuni imyHON0214HI NOPYULEHHSL.

1. T'enernunmii nedext: myTarris B reni WASP (Wiskott-Aldrich Syndrome Protein),
posrtaiioBaHoMy Ha X-xpomocomi (jokyc Xp.11-11.3). Bizok WASP e BaxiuBum
7UTst pOPMYBAHHS IIUTOCKENIETA TA CUTHAJIIHTY B TEMOMOSTHYHUX KITITHHAX.

2. CnenrdiyHi IMyHOJIOT14HI TOPYIIICHHS:

o nepext T-kmiTHHHOT TaHKK,; opyiieHa aktuBalliss CD4+ 1 CD8+ kmiTuH;

e IOpYIIEHHS NpoayKiii IgM y BIINOBIb HA KanCylbOBaH1 OaKTepii (HaIpUKIIaz
MMHEBMOKOKH ), 1110 TPU3BOJAUTH 10 CJIA0KOi BIAMOBI/II HA MOJicaxapuaHl aHTUTCHH,

o piBHI IgA Tta IgE miaBumeni (ocoonuso IgE, mo kopentoe 3 ek3emoro Ta anep-
TYHUMH TPOSIBAMH );

e piBenb 1gG y HOpMI;

* 130reMarJOTUHIHU — 3HWKEH1 a0o BiACyTHI (e [gM aHTHTINIa TPOTH aHTUTEHIB
rpyn KpoBi, 1110 Bijgoopaxae nedext [gM Biamnosini);

e KUIbKICTh B-iMouuTiB y HOpMI, ajne IXHs PyHKIlIS MOPYLIEHA.

JlikyBaHH#

1. TKM — nie enuHMUi paauKaabHUN METOJ JIIKyBaHHS, SSIKHA MOXE BIUIMHYTH Ha
iMyHOIe(DIITUT Ta TPOMOOITUTOTICHIIO.

2. 'enHa Tepamisi: BBeleHHsI (PyHKIIOHANBHOI Kormii reHa WAS y BiacH1 CTOB-
OypoOB1 KIIITUHU TAII€HTA.

3. BBII': 3amicHa Teparis 11t IpoiIakTUKKN OaKTeplalbHUX 1H(PEKITIH.
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4. CuMOTOMaTU4HA TEparis: JIKYBaHHSA €K3eMH, 1H(EeKI[il, KOHTPOJIb reMopa-
T1YHOTO CHHIPOMY.

5. Imynomonymtoroua teparmisi: kopekropu T- 1 B-manku iMyHITETY, 10 BUKOPHU-
CTOBYIOTBCS JJIs MIATPUMKH IMYHHOI (pyHKIIi1, X0ua TKM € nepeBakHUM METOIOM.

IMmyHozedinuT i3 migBULIEeHUM piBHEM iMyHOTI/100y1iHy M
(Hyper-IgM Syndrome)

Ieit Tum iMmyHOACHIIUTY YCIAAKOBYETHCS 3UCTUICHO 3 X-XpOMOCOMOIO (OJIUH 13
koMOiHOBaHMX T- 1 B-iMmyHOIE(IIMTIB), Y 3B'I3KY 3 UMM XBOPIFOTh MEPEBAKHO XJIOMUHKH.
XapakTepHUM IIPOSIBOM € pelUIMBYIOYi OakTepiaibHi iH(ekIii. [ligBumena yacrora
OTOPTYHICTUYHUX 1H(DEKIIIH, 30KpeMa cripudrHeHnX Pneumocystis carinii (o Bka3ye Ha
nedext T-xmituHHOT PyHKITIT, OCKIIbKH T-XeNmepu He MOXKYTh TIOBHICTIO aKTHBYBATHCS).

Jlo cnenm@iyHuX iMYHOJIOTIYHUX MOPYILIEHb BITHOCATh F€HETUYHHUM NE(EKT,
skuii mossirae 'y BiacyTHocTi CD40-miranmy (CD154) ma moBepxni T-xemmepis
1 TokasmizoBaHu# y Jokyci Xq 26.27. I'en po3ramoBaHnii Ha X-XpOMOCOMI.

Bzaemonis mizk CD40-niranaom (T-kmituna) Ta CD40 (B-kiiTHHA) € KPUTUIHOIO
nojier0. Bona HeoOXiHA /1711 IEPEMUKAHHS 130TUITY — MepEMUKaHHs B-KIIITUH 13 CUH-

te3y IgM Ha cuHTe3 iMyHOrIoOymHIB iHmuUX i3otomiB (IgG, IgA, IgE), dopmyBanHs

naMm'ati — (OpMyBaHHsI KIIOHY IUIa3MATHYHUX KIITHH BIAMNOBIHOI CHEU(pIYHOCTI.
be3 1iporo curnany B-KiTHHU MPOJOBXKYIOTH CUHTE3yBaTH Jiniue [gM, mo cripuunHsie
HAJTUIIIOK [OTO IMYHOTJIOOYITiHY MPHU ASPIIUTI 1HITUX.

ImyHo-1a00paTOpHI 3MiHU:

e piBeHb [gM y cupoBariii KpoBi MiABHUILEHUI a00 HOPMAILHUH (KITFOYOBA O3HAKA);

« piBHi IgG, IgA Tta IgE Hu3bki (Yepe3 He3MaTHICTh 10 130TUIOBOTO MIEPEMHUKAHHS).

JIikyBaHHA

1. 3amicHa Teparis nusixom nposeaeHHs BBII™ 3 meToro 3amimenns nedimuTHux
13otumiB (IgG, IgA, IgE) ta 3ab6e3neyeHHs1 TaCUBHOTO 3aXHUCTY.

2. [IpodinaktryHa Ta JiKyBajlbHAa aHTHOAKTeplajdbHA Teparlis 3 YaCTUM BKIIIO-
yeHHsM mpodinakTuku Pneumocystis carinii.

3. Sk ekcriepuMEHTaIbHY Teparlito 3aCTOCOBYIOTh BBeACHHS po3urHHOr0o CDA40-111-
raHJia 3 METO CTUMYJIALIT B-KimiTHH.

4. Panukanwue nikyBaHHs: TI'CK Ha ChOTrOJIHI € €IMHUM METOJIOM, IO MOXKE
pPaAMKaIbHO YCYHYTH Ne(EKT IMyHHOI CUCTEMHU.

ImyHOAedinuT, 110 CyIPOBOAXKYE€ThCA KaPJIUKOBICTIO
CUHAPOM XPALLOBO-BOJIOCUCTOI rinomniasii
(MeTadizapHa xoHApoaucniasia Mak-K'to3uka)

Cunapom Mak-K'to3uka, TakoxX BiioMuid K mMeTadizapHa XOHIPOIUCILIA3IS
ab0 CHUHAPOM KOPOTKOHOTMX KapjHKIB, € pIIKICHUM ayTOCOMHO-PELECUBHUM
TEeHETUYHUM 3aXBOPIOBAHHSM, SKE XapaKTEPHU3Y€ThCS MOEIHAHHSAM IMYyHOIAE(DILUTY

Ta KapJIMKOBOCTI.
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KniniyHa kapTHHa BKIIIOYA€ HU3KY XapaKTEPHHUX MPOSIBIB, sIKI 3a3BHYail BUSB-
JSIOTHCS 3 HAPOJDKEHHsI. XapaKTepHUMU € 3MIHU B OyJIOBI TiJIa, a caMe HOro Hempo-
MOPIIKHHICTD 3 HAPOJKEHHS, KapJIMKOBICTh, KOPOTKI Ta MOTOBILEH] KIHIIBKU; BUPa)KEHI
IIKIPHI CKJIaJIKK HABKOJIO ITHU1 Ta KiHIIBOK. Crieru1YHIMHI BBAKAIOTHCS MEBHI CKEJICTHI
aHoMaJIii (Taki sIK CIUIFOILEHI Tija XpeOlliB), MOMEPEKOBHIA JIOP03, CILIIOIICHHS IPYyIHOT
KJIITKHA 3 BUKPUBJICHHSM HIKHIX peOep HA30BHI, BUKPUBJICHHS HIDKHIX KIHIIIBOK Ta
TiepMOOIIBHICTh CYTJIOO01B, IO CYMPOBOKYETHCS PO3IMIMPEHHSIM aMILTITYIH PYXIB
(puc. 15). Y XBOpHX TaKOX CIOCTEPIrar0ThCs TOHKA CTPYKTypa Bojioccs (Timoruiasis
BOJIOCCS), Jedopmarlisi HITTIB, aHOMAaJli 3y0iB Ta BUPaKCHUM CHHAPOM KHIIKOBOT
MaJibabCcopOIIii, YaCTO BKIIOYAIOYH IEJT1aKIIo.

Puc. 15. JliBunnka 7 pokiB 3 niarHo3oM «metadizapHa xoHapoauciuiazis Mak-K'to3uka
(6e3 rinorutasii Bosoces i 3MiHaMu xpe0Ta)
https://jmg.bmj.com/content/57/1/18

VY Billl 7 poKiB Y JIBUMHKH CIIOCTEPIraJIuCs HU3bKUK 3pICT 13 BKOPOYEHHSM KIHIIIBOK, BaJblyCHA
nedopmaltist KOJIIHHUX CYIJI00iB, a TAKOXK JIOBre rycte Bosoces (A). Pucu oOmuuus, Bii Ta OpoBu Oyiu
B HOopMi (B). Ha peHTrenorpamax He BHSIBICHO MeTadizapHHX MOPYIICHb Y IUsHII 3am'sicTka, Kucti (C)
a6o xomina (D), xoua B AMCTaIBHOMY BT CTETHA Ta MPOKCUMAILHOMY BiUIUTI BETUKOTOMIIKOBOT
KICTKH CIIOCTepiranocs He3HauHe po3umpenHs meTadizapHoi 3ouu. Enidisu kucti (C) Ta komina (D)
OyJm¥ MaJMMHU Ta TUIOCKUMH. Y TAlli€EHTKH PO3BUHYBCS BUpaxkeHHi ckouio3 (E). Maii ta mocki
emi(i3u TaKoX Bi3yami3yBasics B AULIHII KynbiioBoro cyrinoba (F), a mo 3pinoro Biky mmiiku
CTErHOBHX KiCTOK CTaJli KOPOTKUMH, a MPOKCHUMANIbHI BiLIUTH cTeroH — aedopmoBanumi (G).

Ki1t04oB0O10 0COOIMBICTIO CHHAPOMY € CTaH IMyHOJE(ILUTY, IO MPOSBIISETHCS
pPeLUUIUBYIOYMMU 1HPEKIIIHHUMU 3aXBOPIOBAaHHSAMM.

Ho cneyughiunux imyrno-rabopamopHux 3miH BITHOCATHCS

o TiM(oTIEHI;

o T-mimdormTy 3 HU3BKOIO (YHKITIOHATBHOK aKTHBHICTIO (TIOPYIICHHS KJIITUHHOTO
IMYHITETY);

e B-xiitunu, iMyHOrnoOyaiHu Ta mpupoxaHi kimepu (NK-kimituHH) 3a3BHYaii
y HOpMI (30epeXeHHs] TYMOPaJIbHOTO IMYHITETY Ta aKTUBHOCTI MPUPOJIHUX KIJIEPIB).

JlikyBanHs1 crpsimoBaHe Ha OOpoThOy 3 1H(EKIISIMU Ta MIATPUMKY IMYHHOT
CHUCTEMH. KOpeKIis iMyHouediuuty. s dikyBaHHS PEIUIUMBYIOUMX 1H(EKIIHHUX

3aXBOPIOBAHb MPOBOJIUTHCS aHTUO10TUKOTEpATis.
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Cunapom aktuBauii PI3K-8 1 Tuny
(Activated PI3K Delta Syndrome type 1, APDS1)

Cunnpom aktusartii pochoinozutra-3-kinaza aenbra (PI3K-0) 1 tumy € MoHOTeHHUM
3aXBOPIOBAHHSM, 1110 3yMOBIJIeHe MyTamismu B ogHomy rei PIK3CD (phosphoinositide-
3-kinase catalytic subunit delta) i e TumoBum mnst 6imbmocti I, YcmaakoByeThes
3a ayTOCOMHO-IOMIHAHTHUM THUIOM. XapaKTepHI MOPYIICHHA K B TyMOpPaJbHIN, TaK
1 B KJIITUHHIN JIaHKaX IMYHITETY BHACIIIOK HaJMIpHOi 1 HEPEryJIbOBAHOT aKTUBHOCTI
depmenty PI3KO, mo cnpuumnnse nuchyskiito T- 1 B-nimporutie. MyTariis BiaOy-
BaeThes B TeHl PIK3CD, mo koaye katamitiuny cyoomuauiio pl106 dpepmenty PI3KO.

Bcranosieno, 1o HaamipHa aktuBHICTE pepmenTy PI3KO Bukivkae nucdyHkiniro
B- 1 T-xmiTuH, mopymryrodu ao3piBaHHs, MNposidepariro Ta (QyHKIII0O OCHOBHHUX
KOMITOHEHTIB aJalTHUBHOTO IMYHITETY, a caMme. B-KIITHHM HE MOXYTh €()EKTHUBHO
MIEPETBOPIOBATHUCS HA IJIa3MaTHUYHI KJIITHHU 1 BUPOOJIATHA aHTUTLIA, T-KIITUHU CTAlOTh
«CTapIIUYUMKY 1 MAIOTh MOPYIIEHY (PYHKITIIO.

JIJi Takux XBOPUX XapaKTEPHUMH € PEHUIUBYIOUl Ta TSHKKI 1HPEKIT OaKkTepiaib-
HOTO Ta/ab0 BIPYCHOTO MOXOKEHHS, JiMpornposidhepaTuBHUN CUHAPOM — HEKOHTPO-
JHOBaHE PO3pOCTaHHs JTiM(pOiTHOT TKaHUHU (JTIM(aAeHONATIs, CIITICHOMETalis), ayTo-
IMyHHUHN CUHAPOM — IM1IBUIIIEHUHM PU3UK ayTOIMYHHUX 3aXBOPIOBaHb Ta JIMGPOMHU.

BceranoBneHHs 1larHO3y IPYHTYEThCSI HA TAKUX KITFOUYOBUX KPUTEPISIX: TeHETUYHUHN
aHaJ1i3, MaToreHe3, KiiHIYHa KapTuHa. KIro4oBUM € TeHEeTUYHUHN aHami3, SKU BKIIIOYae
cexkBenyBanHs reHa PIK3CD. IliarBepmkenuii niarHo3 Mae BHpIlIalbHE 3HAYCHHS,
OCKUIBbKH BIH BIJIKpMBA€E MOKJIUBICTh 3aCTOCYBAaHHS TapreTHOI Teparii, 30Kpema 1Hrioi-
topamu PI3K6 (Hampukiaz jieHiosicu0), skl crieniaibHO po3po0JieHl sl JT1IKyBaHHS
[IbOI0 TEHETUYHOTO IE(PEKTY.

HanzBuuaiiHO BaXKJIMBUM JJIsI IIAaTHOCTUKU BBAXKAETHCS MPOBEJICHHS CIMEMHOTO
cKpHHIHTY. OOOB'SI3KOBO BPaXOBYETHCS, 10 LIEH CUHIIPOM YCTIaJKOBYETHCS JIOMIHAHTHO
1 TCHETUYHHUN aHaI13 HEOOXITHUH 1719 0OCTEKEHHS BCIX WICHIB CIM'T ITaIjl€HTa, HaBITh

SKIIO0 BOHU € 0€3CUMITOMHUMU HOCISIMU 200 MalOTh JIMIIIE JIETKI MPOSIBH.
Cunapom HezepToHa

Cungpom Heszeprona — e pinkicauit [11]] 13 cuHapomMaibHUMU IpOsiBaMU, 3yMOB-
nenuit myTariismu rena SPINKS, npu sikomy mpoBiTHOIO JTAHKOIO IMyHOITAaTOT€HE3Y €
nedekT emiTemanbHOro Oap'epa. Y cydacHid kimacudikaiii Mi>KHApOTHOI CIUIKH
imyHosoriunux ToBapuctB (IUIS) BiH BiZHOCUTBCS 10 TPYHH «BPOIKEHUX MOMIIIOK
IMYHITETY 3 CHUHJIPOMAJILHUMH MPOSIBAMU». [CTOPUYHO 3aXBOPIOBAHHS PO3TISAIATIOCS
SK JepMAaTOJIOTigyHa MaToJIoTis (1XTi03), OJHAK HUHI BUSHAHO WOTO CUCTEMHUM IMYHO-
JIOTIYHUHN XapaKTep.

ETtionaTorenes

Xoua nepBUHHUM JeeKT JTOKaTi30BaHUH B eMiTeNli, BIH BUKIUKAE TTIMOOKI CHC-

TE€MH1 TOPYIIEHHS IMyHHOT BIAMOBIIL:
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B ochHogi aexuth myTaris rena SPINKS (itoxyc 5q32), mo koaye 6inox LEKTI
(iaTi6iTOp cepuHOBUX MpoTeas Tuiy Kasmna).

HMedimur LEKTI npu3BoauTh 10 HEKOHTPOJILOBAHOI AKTHUBHOCTI MpOTEa3
(KLK5, KLK7, KLK14) Ta mepemyacHOTO pyWHYBaHHS MDKKIITHHHHX 3B'SI3KiB
(mecMocom), 1110 BUKJIMKAE BaXKKY JACCKBaMAIIIlO eITiIepMICY.

Businbaenns nposzananbhux nuTokiHiB (IL-1P, TNF-a) Ta akTuBamia muosxy
IL-23/IL-17/IL-36 3yMOBIIIO€ IICOPia30MoTiOHUI Ta aTOMIYHUKN ()SHOTHUIIH OJTHOYACHO.

Cunapom HesepTona moxe OyTu acomiiioBaHHi 3 MiIBUIIICHOIO 3aXBOPIOBAHICTIO
AUXaJbHUX [UISIXIB 1 CACTEMHUMH 1H(QEKIIHHUMU 3axXBOproBaHHIMH. Lleit cuHapoMm €
KJTACMYHMM TIPUKJIA/IOM CUCTEMHOI TIATOJIOT 1 LIKIPH, 110 MaHI(PeCTYe 3 MEPIIMX JTHIB KUTTSL.

Kuiniuni nposiBu:

o Ixmio3zighopmna epumpooepmisa. Haituacrime nposBisieTses sk Ichthyosis linearis
circumflexa — mirpyrodi epureMaTo3Hi BOTHHINA 3 ITOJBIHHAM KpaeM JytieHHs (puc. 16, A4).

o Trichorrhexis invaginata («6amoykose 6on0cca») — NAaTOTHOMOHIYHA aHOMAJTIS
CTPHXHS BOJIOCCSI, IO CTIOCTepiraeThes npu cuaapomi Heseprona. [Ipu mpoMy mpoxk-
cCUMaJjbHa YaCTHHA CTPUXKHS BOJOCCS BKIMHIOETHCS B NUCTaNbHY (1HBariHaiis). 1o
O3HaKy MOXHa Mo0aYHTH JIMIIe i MikpockoroM (puc. 16, B).

Puc. 16. Kiiniuni nposiBu cunapomy Heseprona:
A — y HOBOHApOKEHOT JUTHHI CIOCTEPIra€ThCsl €PUTPOAECPMisi Ta MOBEPXHEBE JYIICHHS IIKIpU
(https.//www.researchgate.net/figure/Erythema-and-Scaling-in-the-Skin-in-Netherton-Syndrome- Patient-
1I11-had-erythroderma-and figl 294108993);
B — Trichorrhexis invaginata, abo «baMOyKoBe BOJIOCCS», CIPUYMHEHE 1HBAriHAIIEIO0 JUCTAITBHOI
YaCTUHU BOJIOCSHOTO CTPWXKHS B TMPOKCUMAIBbHY YacTHUHY; CKpOHEBa MUISHKA INKIPU TOJOBU
(320-kpatHe 30UTBIIIEHHST OPUTIHAIBHOTO 300paskeHHs) (https.//www.researchgate.net/publication/263861543
Rapid _and _Easy Diagnosis_of Netherton_Syndrome with_Dermoscopy)

ImyHo-n1a00paTopHa AiarHOCTHKA:

e BUpaKEHA €03UHOD1ITIS,

e eKcTpeManibHO BucOKkHi piBeHb IgE (iHomi monan 10 000 MO/mi), o piAHUTH
fioro 13 cunapomowm ['inep-IgE;

e TimoramMmMarsoOyninemist (3HmwkeHHs piBHIB 1gG, IgA, IgM) abo cenexTuBHMIA
nedIUT aHTUTL;

e nedimut LEKTI npusBoauTs 10 HEKOHTPOJIHOBAHOI aKTUBHOCTI MpOTeas, SKi

aKTUBYIOTh Tpo3anaibHi rutokinu (TSLP, IL-33).
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Judepenniliny AiarHOCTHKY B TeniaTpii IPOBOAATHh 3 HACTYITHUMHU 3aXBOPIO-
BaHHSIMU:

o ATOMIYHUI IEPMATHUT;

 ceOOpeHUI IEPMATHT;

o TICOpIiaz;

o cuaapoM OMeHHa (Yepe3 BUpaKeHY epUTPOACPMIIO Ta IMyHHI HOPYILICHHS).

JIikyBaHHA

Tpaauriiina teparis (peTUHOIIM, CTEPOian) yacTo MaioedekTuBHa. [IpopuBom
y JIIKyBaHHI € HACTyIIHE:

e Oyninymab (anmu-IL-4Ra): Omokye Th2-muisx, 3HaYHO 3HIIKYE CBEpOLK Ta
EPUTPOJICPMIIO;

e incioimopu IL-17 ma IL-23: BpaxoByHO4H IICOP1a30MOAI0HUI KOMIIOHEHT;

e 3amicna mepanisa BBII' noka3aHa Npu MIATBEPIHKECHOMY Je(ILMTI aHTUTLI
Ta PEUANBYIOUYNX 1HPEKLISX.

XAPAKTEPUCTHUKA 3AXBOPIOBAHD 3 JE®PILHUTOM CUCTEMH PAT'OLUTIB
XpoOHiYHUYM I'PaHyIeMaTO3

Xponiunuii rpanynemaro3 (XI') — ne cnaakoswuii [l darouurapuoi cuctemu,
10 XapaKTePU3y€eThCS HE3ATHICTIO HEUTPO( LB Ta MakpodariB €(peKTUBHO 3HUIILYBATH
MOTJIMHEH1 MIKPOOPTaHI3MHU.

Jedekt noB'a3aHuil 31 CaKOBUM MOPYIIEHHIM KHCHE3aJEKHOI0 METa00I13My
(«pecmipatropHoro BuOYXy») y HeuTpodinax. BHacmigok 3HMXEHHS aKTUBHOCTI
HikoTHHaMiTaaeHiHAnHyKIecoTuadochaT-okcuaazu (HAJIDH-okcunasu) daromuru
HE MOXYTbh T€HEPYBAaTH CYNEPOKCHIHUN aHIOH Ta nepekuc BogHio (H,0,) — akTuBHI
paauKaiu, HeOOX1IH1 JIJIsl 3HULIEHHS OaKTepii.

XPpOHIUYHMI TpaHyJlIeMaTo3 XapaKTepPU3YEThCS PEUUIUBYIOUMMHU 1H()EKIIHHUMH
3aXBOPIOBAHHSIMH Ta CXWJIBHICTIO 10 YTBOPEHHS TPaHyJIbOM Y pi3HUX opranax. Hesmar-
HICTh (ParolMTIiB pyHHYBATH MOTJIMHEHI MIKPOOPTaHi3MU NMPU3BOAUTH A0 (POPMYBaHHS
3amaJbHUX IPaHyJIbOM Ta a0cieciB 3a3Buyail y mkipi (puc. 17), mediHIl Ta JIETeHIX
(puc. 18). IlposiBu MOXYTh BHHUKATH SK y JIITCH PaHHBOIO BiKY, TaK 1 B JOPOCIIHUX.
[lepeBaxkno 30ymHUMKamMu 1HGEKIIIHOI MaTOJOrii BUCTYNAIOTh SIK TPaMHETATHBHI
(Escherichia, Serratia, Klebsiella ta in.), Tak i rpamnosutuBHi (Staphylococcus
aureus Ta iH.) Oaktepii 1 rpuOu. HexapakTepHuME JUIsi TaKHMX XBOPUX € BIpYCHI Ta
napasutapHi iHdpekiii. HaluacTime BiICTeKYEThCSI YPaKeHHs JIET€Hb, 30yIHUKOM
skoro € Aspergillus fumigatus, mo dYacTto cTa€ NPUYKMHOKIO 3aTSHKHHAX THIHHO-
MPOAYKTUBHHUX MPOLECIB y JIETEHSAX.

BcranoBnieni Tak 3BaHl paHHI O3HAKW 3aXBOPIOBAHHS, a caMe€ THIMHHYKOBI
1HOIIBTPATH Ha MIKIPI Ta SBUIIA €K3EMATO3HOTO JIEPMATUTY, TUIIOBOIO JIOKAJ3alli€l0
SKHX € 30HU HAaBKOJIO POTa, HOca Ta ByX. [IoCTynoBO MOYMHAIOTH PO3BUBATHUCS TeMaTO-

1 criyIeHOMeraJist 1 30UIbIIYIOThCS JTIM(paTUYHI BY3JIH.
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Puc. 17. Z[I/ITI/IHa 3 NanyJO0-IyCTYJIbO3HUMHU YPAKCHHAMU H_IKipI/I 3 CpUTEMATO3HOO OCHOBOIO,
PO3KH/IaH1 0 BEPXHIX Ta HUKHIX KiHIIIBKaX
https://www.frontiersin.org/journals/pediatrics/articles/10.3389/fped.2018.00429/full

Puc. 18. Komm'torepHa ToMorpama JiereHb 3 TpaHyJIbOMaMu

o cneyugpiunux imynonociunux nopyuieHv BITHOCITh HACTYITHI T€HETHYHI Jie-
bextu (mabn. 5).

Tabmwmi 5
I'eHeTMYHA reTepoOreHHICTH Ta MOJIEKYJISIPHI 1edeKTH
npu cneuu@ivHUX iMYHOJOTIYHMX MOPYIIEHHAX
Nokanisauis .
Tun pedpekty aechekTy CneuudiyHe nopyLleHHs
X-auenTeHit (HaioLMpeHii) Xp21.1 LedekTt 91-k[] B-naHuora MeMOPaHHOIO KOMNOHEHTA
uutoxpomy b558
AYTOCOMHO-peLiecsHui (1) 1925 SHIKEHHS! aKTMBHOCTI HAﬂ¢H-0Kcmuasm; MOpYLLIEHHS TPaBHOI
aKTVUBHOCTI HenTpodinis
AYTOCOMHO-peLiecBHM (2) 7q11-23 [edekT HenTpoinbHOro uutonnasmatuyHoro gakropa | i ll
uutoxpomy b558

ImyHo-1a00paTopHa AiarHOCTHKA:
o [TopylieHHs KHCHEBO 3aJ€XKHOr0 MeTabodi3My HEHUTpO(]iIiB BUSABIAETHCS
3a monomororo HCT-TecTy (TecT BiTHOBICHHS HITPOCHUHBOTO TETPA3OIIIO).

e OyukIrisa B- 1 T-KI1ITHH, a TaKOXK PIBEHb KOMIJIEMEHTY 3a3BUYall 3aJIUIIAIOTHCS
B ME&XaX HOPMH.
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JIikyBaHHSI € CHMIITOMAaTHYHUM Ta CIIPSMOBaHE Ha MPODITaKTUKY Ta JIIKyBaHHS
1H}eKi:

e aHTHOAKTEpiaIbHA Teparis 3 000B'SI3KOBUM YpaxXyBaHHSIM UYTIMBOCTI 30y HHUKIB;

« IMyHOMOYJIALIS: TaMMa-1HTep(dEpOoH;

e 3 METOIO MPOQITAKTUKY MPU3HAYAIOTH KOTPUMOKCA30.
Cunapom Yepiaka — Xiraci

Cunapom Yemiaka — Xiraci (CUX) — me piakiCHUH, BaXKHH ayTOCOMHO-
pelleCUBHUN NMEPBUHHUN IMYHOAe(PIITUT (haroruTapHoi CUCTEMH.

XapakTepusyeThCsl TKKUMH PEIUANBYIOUYMMHU MIOT€HHUMHU 1H(EKIISIMH, CIIPHU-
YHHEHUMU TIEPEBAYXKHO CTPENTOKOKaMH Ta cTadijokokamu. TUIIOBUMH O3HAaKamMH
CUX € yacTkoBHiA (OKYJOKyTaHHHI) ainb0iHI3M (puc. 19) Ta poTouyTIHMBICTh MIKipH,
1[0 € HACIIAKOM TMOpPYIHIEHHSI ()OpMYBaHHS MEIAHOCOM (SIKI TaKOX € CBOEPIAHUMU
nizocomamMu). OCHOBHHMIM TF€HETUYHHUI Je(EKT MOB'S3aHHUM 13 MOPYIIEHHAM (DyHKIIIT

J30COM Y PI3HHUX KIIITUHAX.

VPnc. 19. Cunnpom Yeniaka — CrelinOpinka — Xiraci
https://askhematologist.com/chediak-higashi-syndrome/

Cneundiuni nopymenns npu CUX

Hepexm gpacoyumis. Heritpodinu Ta iHII (PariouuTi MICTITh TTaHTCHKI JI130-
comu (rpanynu). Xoua I JII30COMHU 30€piraroTh 3AaTHICTh 3IMBATUCS 3 (parocoMaMu
(MiXypamu, IO MICTSITh MOTJIMHEHI MIKPOOPTaHi3MH), BOHH BTPAvyarOTh 37aTHICTh
e(eKTUBHO BUBUILHATH CBOi TpaBHI (pepMEHTH Bcepeauny (aromizocomu. lle mpus-
BOJIUTH JIO TIOPYIICHHS TPaBHOI (OaKTEPUITUAHOT) 3M1aTHOCTI (haroiuTiB.

THopywenus xemomaxcucy. CriocTepiracTbCs 3HAYHE MOPYIICHHS XEMOTAKCUCY
(pyXy KJIiTUH 10 Micts iHeKIiT) HeUTpodLIiB.

lHopywenns @ynxyii NK-xaimun. Xapakrepauii neinut (mopymeHHs: GyHKIIT)
NK-KkiTiH, 110 BIUTUBAE HA MPOTUBIPYCHUN Ta MPOTUITYXJIMHHUI IMYHITET.

T'ymopanvuuii ma knimunnui imynimem.: Gyukimis B- 1 T-k1iTHH, a TaKoXK piBEHb

KOMIUIEMEHTY 3a3BUYal 3aIMIIAI0THCS B MEKAX HOPMU.
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ImyHo-1200paTOPHI 3MiHU:

e BUSIBJICHHSI TITAHTCHKUX JII30COM Yy HEUTpod1ax Ta IHIIUX KIITUHAX;

e IOPYIICHHS XEMOTaKCHUCY Ta (ParouuTo’y HeUTpoPimis;

o AePIUT NPUPOIHUX KIJIEPIB.

Oyukiist B- 1 T-k1iTHH Ta piBeHb KOMIJIEMEHTY 3aJIMIIAI0ThCS HOPMATbHUMH.

3a3BuYail MallieHTH TOMUPAIOTH HE MI3HIMIE 7 POKIB BiJl BAXKKUX OaKTepialbHUX
1H(]exkIii a00 paHO BUHUKAOYHUX JIMQPONposipepaTUBHUX MyXJIHH.

JlikyBaHHS € TIEpEBaYKHO CUMITTOMATUYHUM 1 BKITFOUA€ BUKOPUCTAHHS BiIIOBITHUX

aHTHUO10THKIB JIJI1 OOPOTHOU 3 PEHMANBYIOUYNMH 1H(DEKITISIMHU.
CunapoMm rinepimyHorsio6yiHeMmii E (cunapom /Ix06a)

Cungpom [Ixo6a — e piakicauid 111, o xapakrepu3yeTbest pi3KO MiIBUILIEHUM
piBHEM cupoBaTkoBoro IgE Ta mopymeHHsM xemoTakcucy HeuTpoduiiB. CuHapoM
OTpUMaB CBOIO Ha3BYy Ha 4ecTh 010iitHOTO [oBa (Job), Akuii cTpa)kaaB BiJ BUPA3OK.

CnenndivHi iIMyHOJIOTiYHI MOPYILLIEHHSA

LleHTpanbHUM MOPYIIEHHSM, SIKE JIEKHUTh B OCHOBI OITUCAHOTO CTaHy, € AUCOATIaHC
y Bianosiai T-xenmepis. Llel qucOananc mOYMHAETHCS 31 3HMHKEHOT ITPOIYKIIT raMMa-
iHTepdepony T-xenmepamu 1-ro Tumy, MO Y CBOIO YePry MPU3BOAUTH 0 MIJBUIICHHS
¢ynkuii T-xennepiB 2-ro TuMy. AKTUBHICTh T-XenmnepiB 2-ro TUIy € BUPIIAIBHOIO,
OCKIJIbKM BOHA CTUMYJIIO€ TinepnpoAykiito IgE, piBHI SKOro MOXyTb JOCSITaTH Hal-
3BUYAHO BUCOKMX 3HaYeHb. Haummok IgE 3amyckae moganbIini maToioriydi mporiecH,
CIIPUYMHSIOYM BUBUIBHEHHS TicTaMidy. ['icTaMiH, Ha Kajib, Ma€ €eKT, KUl OJI0Kye
PO3BUTOK HOPMAJBLHOI 3alalIbHOI peakilii Ta MPHUTHIYYE XEMOTAKCUC HEUTPOQITIB.
Cawme 1ieii MexaHi13M — NOPYIICHHS 3aMajeHHs Ta XeMOTAKCUCY € KIIFOYOBUM 1 JISKUTh
B OCHOBI BCIX KJIIHIYHUX MPOSIBIB 3aXBOPIOBAHHS.

Kuinivyni oco0uBoOCTI

e Xonooni abcyecu. XapakTepHi peliIMBYIOYi, TaK 3BaHl «XOJOAHD» CTapIIOKOKOBI
abciiecu. BoHn Ha3MBaIOTHCS «XOJIOHUMMY» Y€pe3 BIACYTHICTh HOPMAJIbHOI 3aMalIbHOT
peakinii (MMOYEpBOHIHHS, HAOPSAKY, MIABUIIEHHS TEMIIEpaTypH), IO € HaCHiIKOM
MOPYLIEHOTO XEMOTAKCHUCY .

o [lIxipni nposisu: xponiuna exzema (puc. 20).

e [Hghekyii: peuuauByrOYl 1H(EKIIHHI 3aXBOPIOBaHHS, 30KpeMa 3amnajeHHS

CEpEeIHbOT0 ByXa.

Puc. 20. Xponiyna exzema
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ImyHo-1200paTOPHI 3MiHU:

« IgE: piBens cupoBatkoBoro IgE pi3ko miaBuieHuii;

e HEUTpO(DUIN: BUSABISETHCS MOPYIICHHS XEMOTaKCUCY HEUTPODIIB, IPOTE IXHS
NOTJIMHAIbHA Ta MEpPEeTPaBIOBaIbHA AKTHBHICTH 30epiraerbcs ((paromutu MOXKyTb
3HHUIIYBAaTH MIKPOOPTaHi3MH, ajie HE MOXKYTh €(PEKTHUBHO JICTATUCA J0 Micls iHGEKIII);

e 1HIIT TTIOKA3HUKW: MOXJIMBA €O3UHOM1TIS.

JlikyBaHHSI € CHMIITOMATUYHUM Ta BKIIIOYA€ aHTHOAKTEpIiaJIbHy Tepamito s
00poThOM 3 penuaIMBYIOUYNMH 1H(MEKITIIMA. BUKOpHUCTAHHS €MOJIIEHTIB Ta TOMIYHUX

KOPTUKOCTEPOiIiB I 3SMEHILICHHS 3aMaIeHHS.
WHIM-cunapom

WHIM-cunapom — 1e piakicHuii ayrocoMHO-faomiHaHTHUE [1IJ], 3ymoBaeHui
myTartieto B reni CXCR4, sika mopyliye 31aTHICTh IMyHHOI crctemu (30kpema T-mimdo-
LUTIB Ta JEHAPUTHUX KIITUH) €()EKTUBHO pO3Ii3HaBaTH Ta 3HuIyBaTH BILJL.

VY HOpMi 11€# 3B'A30K yTpuMye He3piii kimiTuHu B Aeno. [Ipu WHIM-cunapomi
pPELEnTOop CTA€ TIEPaKTUBHUM: BIH «HE BIAIMYCKae» 3pull HEUTpodin Ta JTIMPOLUTH
B CHCTEMHHUI KpOBOTIK. SIK pe3ynbTaT, KICTKOBUH MO30K NEPENOBHEHUN 3pUINMH,
ajie IEreHEpOBAHUMHU KJIITUHAMU (Mi€JlOKaxeKcisl), Toal K y nepudepiiiHiid KpoBi
CIIOCTEPITa€eThCs MIMOOKA MAHIIUTOIICHIS.

Kainiuna kapruna (posmmdposka akponimy WHIM)

W — Warts (6opomxaBku): BHpakeHa CXWIBHICTh M0 iH(QEKIIH, CIPHIYNHCHUX
BipycoMm naminiomu Joaunu (BILUI). boponaBku 3'SBistOThCsSl B AUTSIUOMY a00 TTIIT-
KOBOMY BiIli, MalOTh MOMIMPEHUI Xapakrep (puc. 21), yacto cTiiiki 10 cTaHAAPTHOI
Teparnii Ta MaloTh PU3UK MairHizaIli (mepexoay B pak mIKipu abo MIMHKA MATKH).

H — Hypogammaglobulinemia (rimorammarsio6yJtinemisi): 3urkenns pisais IgG,
piamre IgA. Ile noB's3aHo 3 mopyiieHHSIM BUX01y B-1iM(OIuTIB 13 KICTKOBOTO MO3KY
Ta iX J103pI1BaHHS.

I — Infections (indexnii): penmauByroui GakTepianbHi iHGEKIii (CHHYCUTH, OTHTH,
MTHEBMOHI1), CIPUYMHEH] TIEpEBAYKHO S. pneumoniae ta S. aureus Ha GpoHi HEHTPOTEHii.

M — Myelokathexis (miesiokaxekcist): cnienudiuna mopdosoriuna oznaka. [Ipu
61011CIi KICTKOBOTO MO3KY BHUSIBIISIFOTH TIMEPKIITHHHICTD 13 BETUKOIO KUTHKICTIO 3PLITUX

HEUTpO(DUIIB, III0 MAIOTh TIMIEPCErMEHTOBAHI si/ipa Ta JOBI1 UTOIJIA3MaTUYH1 MICTKH

MIJK YaCTKaMH SJIep.

Puc. 21. Yucnenni, MacuBHi 00po1aBKU
Ha KHUCTi y nanientku 3 WHIM-cunpomom
https://www.medpagetoday.com/
allergyimmunology/allergy/109871




JiarHocTUYHI KpUTeEpii

« 34K criiika Heiitporenis (vacto < 0,5 x 10%/m) Ta mimMmdormToneHis.

e Mienoepama. TIMEPKIITUHHUNA KICTKOBHM MO30K 13 O3HaKaMHM Mi€JIOKaXeKCii
(ereHepaTUBHI 3MIHHU 3pUTMX HEUTPOPLNTIB).

e IMyHnoepama. moMipHa TiroramMmaryiooyaiHeMis.

o ['enemuxa: BusiBiaenns myTtarii B reni CXCR4 (xpomocoma 2q21).

CyuacHi miaxoau 10 JiKyBaHHSI

1. Cmanoapmna mepanin: 'KCO® (rpaHyJoruTapHUN KOJIOHIECTUMYITIOIOUNN
dakTop) ans miAHATTA piBHA HeiiTpodiniB Ta BBII' nnst kopekii nedinuty aHTUTL.

2. Innosayitina mepanisi: BAKOPUCTAHHS CIIENU(PIUHUX AHTATOHICTIB peuenTopa
CXCR4 (manpuxian rmiekcudop / Mo306i). lle maroreHeTHYHE JiKyBaHHS, SKE
«BIJMHUKAE 3aMOK» 1 JO3BOJISIE KIITHHAM BUUTH 3 KICTKOBOTO MO3Ky. Y 2024 p. FDA
CXBaJIMJIO Karcyiau MaBopukcadopy (Xolremdi) sk nepuinii npemnapar aJis JIIKyBaHHS
cunapomy WHIM 3 12 poxkis.

3. IIpoghinaxmuxa: 060B's3x0Ba BakuuHallis npotu BILI mis 3HMKEHHS pU3HKY
OHKOJIOTIYHHUX YCKJIaTHEHb.

AedinuT ekcrnpecii MoJieKyJ1 aaresii
(nelikonuTapHUM aaresuBHum gedinut, LAD-1)

Hediuut excrpecii MoJeKy aaresii — e piAKICHUNA NepBUHHUN IMyHOAC(IINUT,
COPUYUHEHUM MOPYIIEHHAM (PYHKIIH (HaromuTiB 4epe3 HE3MATHICTh iX MPHIMINATU
710 CHIOTEIII0 CYyIMH Ta €¢()eKTHBHO MITPYBaTH J0 BOTHHMIIA 3aTaJICHHS.

CneundiyHi iIMyHOJIOTiYHI MOPYILLIEHHSA

T'enemuunuii oeghexm. Jlokamizariis aedexry — xpomocoma 21q 22.3 (ren ITGB2).

Monexynapnuti mexanizm. TlopyilieHHsS 3yMOBJICHE 3HIDKEHHSM ekcrpecii abo
BiicyTHICTIO B-cyOoauuui (95 KD) monekyn aaresii (iHTerpuHiB), Takux sk LFA-1,
Mo-1 (CR3) ta p150,95.

@yukyionanvhull Hacriook. JlePpiuuT UUX MOJEKYJd, KpUTUYHUX JJIA B3a€MOIIi
MDK JICHKOIIUTAMH Ta €HJIOTEIIEM, MIPU3BOJUTH 10 BAXKKOTO MOPYIIECHHS aare3ii Ta
XeMOTakcucy ¢aromutiB (3o0kpeMa HelTpodiniB). Lle yHeMoxIHMBIIOE €PEeKTUBHY
MIrpariro JEHKOIUTIB 13 KPOB'SSHOTO pycia J0 MicIsl 1H(eKIii.

Kuiniuni oco0amBocTi

Uepes He3gaTHICTh HEUTPOPUIIB MOTPAIUIATH O MICLS 3alajieHHs Malll€eHTH
CTpaXKIAI0Th BiJ TSKKHX 1H(EKIIIH, aje 3 aTUIIOBUM IIepeOiroM.

Inghexyii: peruauByrodi OakreplanbHi 1H(EKIi, 30Kkpema: MIKipHI abclecH,
HEJTIONIT (PO3TUTE THIMHE 3aNaJIeHHs ), THEBMOHIS, YpaKeHHS IIUTYHKY Ta KHUIIIOK.

Cnexmp 30y0HuKig. MUPOKUIN CIIEKTP MPUUYUNHHUX MIKPOOPTaHi3MiB.

Amunose 3ananenns. XapakTepHa O3HaKa — BIACYTHICTb (POPMYBAHHSI THOIO
y BorHuIax iHQekiii. lle mosicHIoeThCS TUM, IO THIA CKJIAJAETHCS TMEPEBAXKHO
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3 MEPTBUX HEUTPOLIiB, SIKI HE MOXKYTh JICTATHCS A0 BOTHHUIIA 3allajIeHHS. 3aTpUMKa
BIJIMAAIHHS MyTMIOBUHHOTO 3Ky (moHaz 30 MHIB) 3 PO3BUTKOM OMQATITy JO3BOJISE
3amiI03pUTH XBOPOOY 1€ B HEOHATATILHOMY TIEP10/i.

ImyHo-12a60paTOpHi 3MinM: neiikonnTo3. CroCTepiraeThCsl BUPAKCHHUM JTEHKO-
IIUTO3, OCKUIbKH HEUTPO(P1JIK, K1 HE MOXKYTh MITPYBaTH B TKAHHUHH, HAKOMTUIYIOTHCSA
B niepu(epruyHiil KpoBi.

Hiarnoctuka. IligTBepmKeHHS AlarHO3y MNPOBOIUTHCS ILISXOM BHSIBICHHS
BIZICYTHOCTI a00 3HIKEHHS ekcrpecii Monekyn aaresii (CD18) Ha moBepxHi JIEHKOIMUTIB
(HampUKJIIa L METOJIOM ITPOTOYHOT IIUTOMETPIT).

JlikyBaHHs1 € aHTUOaKTepialbHUM Ta CUMITOMATUYHUM. [ TsoKkuX (opm
eAMHUM pagukaibHUM MeTtogoM € TT'CK.

XAPAKTEPUCTHUKA 3AXBOPIOBAHb
3 AE®IIUTOM CUCTEMHU KOMIIVIEMEHTY

Cucrema KOMILIEMEHTY € KJIIOYOBUM KacKaJHUM KOMIIOHEHTOM BPOIKEHOTO
IMYHITETY, IO CKJIaAA€eThes 3 ToHaa 30 pO3YMHHMX Ta MEMOpaHO3B's3aHuX OuTKiB. BoHa
BUKOHY€E TPH TOJIOBHI (PYHKIIi: JI3HC YYKOPIAHUX KIITHH HUIIXOM (OpMyBaHHS
MeMOpaHoaTakyBasibHOro kKoMiuiekcy (MAK), orconizaliito maToreHiB Jj1sl MOJIETIEHHS
(arouMTO3y Ta XeMOTAKCUC €(PEKTOPHUX KIITHH IMYHITETY Y BOTHUIIIE 3allaJICHHS.

AKTHBAaLlII KOMIUIEMEHTY BIIOYBA€THCS TPhOMA HE3AJIEKHUMU IUIIXaMHU:

1) kracuunuit — 3amyCKaeThCS TMEPEBAKHO KOMILICKCAMH AHTUTCH—aHTHTIIO
(imyHornoOyninamu IgM abo 1gG);

2) 1IeKMUHOGUI — AKTUBYETHCS Yepe3 3B'sI3yBaHHS MAaHO303B'SI3y0UOTO JICKTUHY
(MBL) 3 ByrneBogHUMU 3aJIMIITKAMH Ha TIOBEPXHI MIKPOOPTaHI3MiB;

3) anvmepnamuenuil — 3ayCKa€THCS OE3MOCEPETHBO MPH KOHTAKTI 3 YYXKOPIJHOIO
MOBEPXHEI0 MAaTOreHIB 3a y4yacTio ¢akTopiB B, D ta nponepauny.

VYci TpH HUISIXM KOHBEPTYIOTh HA PIBHI PO3LIETIEHHS LEHTPAILHOTO KOMIIOHEHTA
C3 1 3aBepmyroThes (popMyBaHHAM MeMmOpaHoaTakyBajabHOTO KoMmimiekcy (MAC,
C5b—C9), mo cipuurHsAE OCMOTUYHUH JII3UC 1 pyHHYBaHHS KIIITHH-MIIICHEH.

EnigemioJsoris

Jediuutu cucreMu KOMIUIEMEHTY Hanexatb 1m0 piakicHux [1I]] 1 ctaHOBIATH
npubmmszHo 1-6 % y ctpykrypi Beix TIIJ[. OcobnuBicTiO 11i€l Tpymny maTojorii € Te,
110 3aJICKHO BIJ JTOKaJi3aii 1eeKTy KiIiHIYHA KapTHHA MOKE BapifOBaTH BiJ| TSKKUAX
pelUANBHUX OakTepiadbHUX 1H(MEKIH 1J0 BaXKHUX CUCTEMHUX ayTOIMYHHUX
Ta IMyHOKOMIUIEKCHUX 3aXBOPIOBaHb.

Yactora okpemux J1e(heKTiB 3HAUHO BapiIOE:

e deghiyum C2 — mnatnommpeHimuii cepen AeeKTIB KIACUYHOTO KacKamy
B €BPOMNEUCHKINA MOIMyJISAIIT;

e deghiyumu C5-C9 — piakicHi, TPOT€ MaKTh YITKYy ETHIYHY KYyMYJIAIIIO
(manpuknan nedinut C9 yacto peectpyeThes B SnoHii);
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e Oeghiyum Cl-inzioimopa — HaituacTiMil cepes] peryasaTOpHUX Ae(dEKTIB, 110 €
NPUYUHOIO PO3BUTKY CIIAIKOBOTO aHTIOHEBPOTHYHOTO HAOPSKY.
Knacudikauia nediuurtiB cucteMu KOMILIEMEHTY IIPEACTaBIEHO B mabil. ©.
Tabmuis 6

Kaacugikauis nedginuriB cucreMn KOMIJIEMEHTY

Ipyna gediuuty KomnoHeHTH OCHOBHI KniHi4Hi nposiBu
Hediumt panHix komnoHeHTiB | C1q, C1r, C1s, C2, C4 | CuctemHuin YepBoHuit BoByak (CHB) Ta CUB-nogjbHi
KNaCWUYHOro LNAXy CUHAPOMW, ayTOIMYHHI MPOSBM, PELMANBYIOYI NiOreHHi
IHpekuji
Hediunt anbtepHatueHoro |MponepauH (Properdin), |Peunaunsytodi Ta 6rMckaBuyHi MEHIHFOKOKOBI iHAeKLi
Lnsxy daktop D (Factor D),

®akrop B (Factor B)
JediunT LeHTpanbHuX C3 TsKKi, reHepaniaoBaHi rHinHo-bakTepianbHi iHheKwi,
KOMMOHEHTIB IMYHOKOMMIIEKCHW rNOMepYIIOHEPUT
HJediunt TepmiHanbHMX C5-C9 l'eHepani3oBaHi MEHIHFOKOKOBI iHDeKLyii (MEHIHTIT, cencic),
KOMMOHEHTIB BMKNWKaHi pigkicHumm ceporpynamu N. meningitidis
PerynatopHi gedexktu C1-INH (C1-inri6iTop), |CnagkoBuin aHrioHeBpoTUYHMI Habpsik (CAH),

®daktop H, PakTop | aTUNoBWI reMONITUKO-ypeMiyHniA cuigpom (al'yYC),

C3-rnomepynonarii

OcHOBHI KJIIHIYHI CHHApPOMU

1. lehivyum pannix komnonenmie knacuunozo winaxy (C1, C2, C4).

Kputruno BakiuBi uisi conroOuTI3amii Ta KIIPEHCY HUPKYITIOYUX IMyHHUX
kommiekciB (LIK). ITpu ixapomy nedinmri Hepo3unHHi L{IK BifkianaroTecs y TKaHWHAX,
3aIyCKalouu XPOHIUHE aBTO3amaJeHHS.

e Kniniuni nposeu: peuiyuBy04l CHHOITYJIbMOHAIbHI 1H(EKIIIi (CHHYCUTH, OTUTH,
MTHEBMOHI{), ayTOIMyHH1 3aXBOPIOBaHHS, TJIOMEpPYJIOHEe(PPUT, BACKYIITH, CUCTEMHUN
YEpBOHUM BOBYAK.

e Ocoobnusocmi: oeghiyum C2 — nantyacTimmii AepiUT KOMIUIEMEHTY. biau3bko
MOJIOBMHM MAII€EHTIB MAIOTh BUPAXKEH1 ayToIMyHH1 nopyiueHHst, CYB-noaiOHuii cuniapom
(xapakTepu3yeThCsl paHHIM J€0I0TOM, MPOTE MEHII arpeCUBHUM MEPe0IroM ypakeHHs
HUpOK, HIX nipu Aediuuti Clq un C4) ta Backynitu. [loBuuii nedinur Clq acouiiio-
BaHMM 13 PO3BUTKOM Ba)XKOro Jtonyc-Hedputy B nonan 90 % Bumaakis.

2. lehiyum C3-komnonenma.

C3 € ueHTpagbHOIO BICCIO BCHOTO KacKaay KOMIUIEMEHTY, /1€ CXOAATHCS BCl TPH
[UIAXW aKTABAI].

e Kniniuni nposeu: panuiii 1e010T (3 IEPIIUX MICSIIIB )KUTTS): CETICUC, THIMHUIMA
MEHIHTIT, IECTPYKTHUBHI THEBMOHII, TSXKKI PELUINBYIOU1 THPEKIIT IIKIPK Ta BHYTPILIHIX
OpraHiB, BUKJIMKaHI 1HKallCyJbOBaHMMH MaroreHamu (Streptococcus pneumoniae,
Haemophilus influenzae, Staphylococcus aureus). Takox xapaktephi Hedpomartii
(Me3aHT10KaMUISIPHUNA TTIOMEPYIOHEDPUT) Ta IMyHOKOMILJIEKCHI 3aXBOPIOBAHHS.

e Ocobnusicms: ONVH 13 HAUTSHKYMX ACPIIUTIB CUCTEMH KOMIUIEMEHTY, IO

KJITHIYHO TIOEHYE B CO01 O3HAKU BXKKOTO JIe(heKTy aHTUTIJIOYTBOPEHHS Ta (paromurosy.
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3. Jegpivum mepminanvrnux komnonenmie (C5—=>C9).

3a HasBHOCTI jAedekTy OmokyeTbes ¢dopmyBanHs MAK, 1mo yHEMOXIUBIOE
OpsIMUN OCMOTUYHUH JII3UC TPAMHETATUBHUX OAKTEPiil 3 TOHKOIO KarCyoko.

o Kniniuni npoaeu: NoBTOPHI €M1130/11 TeHEPAII30BaHOI MEHIHTOKOKOBOI 1H(EKIIIT
(MEHIHTIT, CEITUYHUHN apTPUT, MEHIHTOKOKIIEMIisl), TUCEMIHOBaHA TOHOKOKOBA 1H(EKITisI.

e /liacnocmuuna Hacmoposicenicmob: O00OOB'SI3KOBO  3aMiO3pUTH  JACHIIHUT
koMroHeHTiB MAK (C5—-C9) 3a Takux yMOB:

v’ > 2 emi30/1iB MEHIHTOKOKOBOT 1H(EKIIIT B aHaMHEe31;

v/ PO3BUTOK MEHIHTITY, BUKIIMKaHOTO pigkicHUME ceporpynamu N. meningitidis
(Y, W-135, X);

v TSOKKUH TepeOir MeHIHTOKOKIIeMIl B MiIJIITKOBOMY ab0 JOpOCoMy Billi;

v/ HasIBHICTh aHAJIOTTYHHUX BUIIAJIKIB y CIMETHOMY aHaMHE31.

4. leghiyum nponepouny.

e Ycnaokysanna: equauii 1eekT CUCTEMH KOMILIEMEHTY, 110 Mae X-34enyieHuii
TUI YCMAJKyBaHHS (XBOPIIOTh BUKIIOUHO xyomuuku). [Ipomepaun crabimizye
C3-koHBepTa3y aJbTEPHATUBHOTO LNUISXY.

o Kninixa: 6nvckaBuuHi (pyJIpMIHaHTHI) MEHIHTOKOKOBI 1H(EKIII1 3 PO3BUTKOM
cunapomy Yotepxayca — Opunepukcera (rocTpoi HaJHUPKOBOI HEIOCTATHOCTI) Ta
HA3BUYATHO BUCOKHUM PU3UKOM JIETATBHOCTI MPHU NEPIIOMY 5K KOHTAKTI 3 TATOT€HOM.

5. deghivum Cl-inzioimopa (cnaokosuit anzioneepomuunuii Haopax, CAH).

Ob6ymoBnennii Mmytamiero reHa SERP/NG1 (ayrocoMHO-ITOMIHAHTHMIA THI
ycnankyBaHHs ). BincyTHicTe KoHTpostro 3a Cl-ectepa3oro Ta KamikpeiHOM MPU3BOIUTH
710 TIEPIPOAYKIlli OpaauKiHiHy, SKUIl BUKIIMKAE MACUBHY CYJAMHHY TPOHUKHICTb.

e Xapakmepu3yemuca: peluIUByIOUYMMHU IIUTLHUMU HaOpsikamMu 0e3 CBEpOexKy;
MOBHOIO Bi/ICYTHICTIO KPONUB AHKHU (YPTUKAPI1i) Ta €PUTEMH; TPUBAJICTIO HAOPAKY
B 2 10 5 NHIB; aOCOMIOTHO PE3UCTEHTHICTIO 10 aHTUTICTAMIHHUX 3aC001B, TJTFOKO-
KOPTHUKOI/IB Ta aJpeHAIIHY.

e Tunoei nokanizayii: oOnu4us, TyYOH, SI3UK, KIHIIIBKH, KUIIEYHUK (CYyIpPOBOJ-
KYETHCSI BAXKKUM a0IOMIHAIBHUM CHHJPOMOM — FOCTPUM 00JIEM Y KHUBOTI1, HYJJOTOIO,
OJIFOBAaHHSM, 110 CUMYJIIOE «2TOCTPUM KUBIT»), BEPXHI AUXAJIbHI HUISIXH.

o Kpumuunuit cman: Habpsik TOpTaH1 PO3BUBAETHCS CTPIMKO Ta € KUTTE3ArPO3-
JUBUM CTAHOM, SIKMH 32 BIZICYTHOCTI crienu(ivdHO1 Teparii Ipu3BOAUTH 10 achikcii.

«YepBoHi nmpanopui» AeinnTiB KOMILJIEMEHTY

HeoOxigHo HerailHo HampaBUTH TAalllEHTa HAa KOHCYJBTAIIO 10 JUTSIYOTO
iMyHoJ10Ta / IMyHOJIOTa TTPH HASIBHOCTI:

e TOBTOPHUX (2 1 Olnblle pa3iB) €mi30/(iB MEHIHTOKOKOBOI 1H(EKIli Oyab-SKoi

JIOKaJTi3ari;
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* PELIUANBYIOUNX TSOKKUX OakTeplalbHUX 1H(EKIIH IUXaTbHUX HUISXIB Ta M'SKUX
TKaHUH (IIPXU HOPMaJIBHUX PIBHAX IMYHOTJIOOYITHIB);

e paHHbOTO po3BUTKY CUB a60 BOBYaKOIOAIOHOTO CUHIPOMY Y JTUTIYOMY BIIIi;

e AyTOIMyHHHUX HedpomnaTiii Ta CTIHKUX TIOMEpPYTOHE(PPHUTIB HEBCTAHOBIECHOI
eTiomorii;

e CI130/11B IIUIBHOTO, 0€300JIICHOTO aHT1IOHEBPOTHYHOTO HAOPSAKY 0€3 CyImyTHBOI
KPOIIMB'THKH,

 OOTSDKEHOTO CIMEMHOTO aHaMHE3y IIOZ0 PaHHBbOI CMEPTHOCTI Bij OJMCKaBUYHHUX
1H(ek1iii a00 BepudikoBaHUX Ne(DIIUTIB KOMIIIIEMEHTY.

JlabopaTopHa giarnoctuka aedeKkTiB KOMIIEMEHTY

AJTOpUTM OOCTEXKEHHS JUTHHH 13 M1J03POI0 HA 1€(PEKT CUCTEMH KOMILJIEMEHTY
OyIly€eThCA 3a €TATHUM MPUHITUTIOM.

Ckpuninzoei mecmu (nepwiuii eman):

1. I'emonimuuna axmuenicmo xomniemenmy (CHS50): ouiHioe (yHKIIOHATBHY
IUTICHICT KJIACUYHOTO Ta TepMiHaabHOro nuisixiB (C1-C9). [lng Tecty BUKOPUCTOBYIOTh
EpUTPOLIUTH OapaHa, OMNCOHI30BaHI aHTUTUIAMU. SIKIIO Xoua O OJWH KOMIIOHEHT
Bi/ICYTHi#, moka3zHuk CHS50 Oyne 01u3bKUM 10 HYJISL.

2. Anbmepuamusna cemonimuuna akmusHicmos (AH50): omiHio€e QPyHKITIOHATHHUIMA
cTaH ajbTepHaTuBHOrO NUIAXY (dakropu B, D, nponepaun tTa MAK). BukopucrtoBye
HEYIITKOKEeHI ePUTPOIIUTH KPOJIHKA.

3. CxpuHine nekmunogoeo winaxy (MBL): imynodepmentauii ananiz (IOA) ans
BHU3HAUEHHS MaHO303B 13yI0YOTr0 JIEKTUHY.

Bepudghikauinini mecmu (Opyzuii eman):

1. [lpu 3umwxenni CH50/AHS0 npoBoasTh KUIBKICHE BU3HAYEHHS OKPEMHX
KOMIIOHEHTIB METOJIOM pajiaibHOl iMmyHOau]Y3ii abo IDA (C3, C4).

2. Cneyupiunuii ancopumm ons diaenocmuxu CAH:

« Bu3HaueHHA piBHA C4 kommnoHeHTa KoMiuieMeHTy (y 98 % mamientiB i3 CAH
piBenb C4 KpPUTHYHO 3HIDKEHUW HaBITh MiX Hamagamu, Tomy C4 € igcaJibHUM
Ta JOCTYITHUM CKPUHIHTOBUM MapKepoM);

o kibKicHUH [DA-Tect Ha C1-INH (piBens 3umxkenuit npu I tumi);

o pyHKIIOHATHHUHN TecT HA akTUBHicTH C1-INH (akTuBHICTH 3HMX)eHa TipH [ Ta
IT Tunax).

3. 'enemuune mecmysanns: TapreTHe cekBeHyBaHHs a0o manesi NGS s TouHO1
1meHTrudikarii MyTaIiu.

Y mab6n. 6 npencTaBieHo y3arajibHEeHY NU(EpeHIHO-1arHOCTUYHY XapaKTe-

PHUCTHUKY 3MiH Ja00OpaTOPHUX MOKA3HUKIB MPH PI3HUX Je(PEeKTax CUCTEMH KOMILJIEMEHTY.

63



Taomung 6

JAudepeHUiiHO-AiarHOCTUYHA XapPaKTePUCTHKA 3MiH JIa0OPaTOPHUX MOKA3HUKIB
NpH pi3HUX AedeKTax CHCTEeMH KOMILIEMEHTY

osioH Mokasuuk CH50 | OKASHMKAHSO | oo og PigeHs C4
MOBipHHUIA aedekT . (anbTepHaTUBHMIA | . .
(knacuyHmi WnAx) wnsix) Oinka nnasmu Ginka nnasmu
HedbekT knacmyHoro 3HuxeHun / 0 Hopma Hopma Hopma
wnsxy (C1, C2)
Hedekt knacuyHoro SHuxeHnin / 0 Hopma Hopma 3HuxeHunn / 0
wnsxy (C4)
HecbekT anbTepHaTMBHOrO | HOpma 3HuxeHun / 0 Hopma Hopma
wnaxy (cpakmopu B, D,
nponepduH)
HedpekT perynstopis 3HmkeHNn abo 3HuxeHun / 0 3HMXKEeHUN (Yepe3| Hopma
anbTepH. Wnaxy HopMa CNOXUBaHHSI)
(cpakmopu H, |)
HOediunt komnoHeHTa C3 | 3HmxeHun / 0 3HuxeHun / 0 KputnyHo Hopma
3HMKeHUn | 0
Hedpekt TepmiHanbHoro |0 (2emoni3 0 (cemoni3 Hopma Hopma
kackagy (C5-C9) giocymHili) giocymHili)
CAH 3HWXKeHu (Yepe3 |Hopma Hopma KpuTn4HO 3HMKEHMI
cnoxusaHrHs C4) (v 98 % sunadkis)

Mpumimka. [na ocmamoyHoi eepucpikauii diaeHo3y nicns ckpuHiHeosux mecmie (CH50, AH50, C3, C4) nposo-
O0UMbCSA 8U3HaYeHHS Kifbkocmi ma yHKuioHanbHoi akmueHocmi C1-INH (npu CAH), a makox MoneKynspHo-
2eHemuyHe mecmysaHHs (NGS, cekeeHysaHHs naHeni 2eHie KomniieMeHmy) 05 MOYHO20 8USBNIEHHS Mymauii.

AJITOPUTM OPIEHTOBHOI iHTEepIpeTanii:

o | CH50 + nopmanbunii AHS0 — nedekt paHHIX KOMIIOHEHTIB KIIACHYHOTO IIIIAXY
(motpibHo nudepentiroBatu i3 CAH 3a piaem C4 ta C1-INH).

| AH50 + nopmanbuuii CH50 — nedekT KOMITOHEHTIB aTbTEPHATUBHOTO IUISIXY.

o | CHS50 (mo 0) + | AHS0 (mo 0) 3a Hopmaabnux piBHiB C3 Ta C4 — naro-
THOMOHIYHUI Mapkep aAedekty TepMmiHaibHuX KoMoHeHTiB MAK (C5—-C9).

e | CH50 (10 0) + | AH50 (10 0) Ha Tii kpuTuuHoro naginusa C3 — 13071b0-
Banuit nedirut komnonenta C3.

JIikyBaHHA

Crparerisi TepaneBTUYHOTO MEHEKMEHTY € MEepCOHI(PIKOBAHOIO Ta 3aJICKHThH
BiJI TUITY BUSIBJIEHOTO JAC(EKTY.

1. Ilpoghinakmuka inghexyiiinux yckiaonemns.

e Aumubiomuxonpoghinakmuxa. Ilanienram 13 pediuurom C3, mponepauHy Ta
TepMiHaTbHUX KOMIMOHEHTIB (C5—C9) noka3aHuil JOBrOTpUBAIUM (1HOJII MOKUTTEBUI)
npuiioM TPO(PUIAKTUYHUX /103 aHTHOAKTEplabHUX MpernapaTiB (MePEeBaKHO TPYIU
MEHINWIIIHIB 200 MaKpOJIIIIB) JUIsl 3HUKEHHS PU3UKY 1HBa3UBHUX 1H(EKITIH.

e Panns aepecusna mepanis. byab-ske MiABUINCHHS TEMIIEpAaTypHu Tijia abo mosiBa
CUMNTOMIB 1H(DEKIIIT y TAKUX XBOPUX PO3LIHIOETHCS SIK MOTEHITIMHO KUTTE3ArPO3TMBUI
CTaH 1 MoTpedye HeraitHOro MpU3HAYEHHS TePAreBTUYHUX 103 aHTHO10TUKIB IITMPOKOTO
CIIeKTpa Jii.
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2. Bakyunonpoginakxmuxa.

[Tamientam 13 JgedinmUTaMu CHUCTEMH KOMIUIEMEHTY JIO3BOJIGHI Ta € CTPOro
00O0B'SI3KOBUMH BC1 JKMBI Ta IHAKTUBOBAH1 BaKIIMHU 3TIHO 3 HarlioHamsHUM KajeH1apemM
mierieHb.  KpuTH4HO HEOOXIAHOK0 € J0JaTKoBa pPO3IIMPEHa BaKUMHAINSA MPOTH
1HKaICcynboBaHUX OakTepiil. CxeMa BKItoYae 0O0B'SI3KOBE BBEJICHHS:

e KOH'IOTOBaHO1 MHEBMOKOKOBO1 BakiuHu (IIKB-13) 3 HactymHum OycTtepom
noJjicaxapuaHoro BakiuHoo (ITT1B-23);

e KBaJIpUBAJICHTHOI KOH FOTOBAHOI MEHIHTOKOKOBOi BaKI[MHU MPOTH CEPOTPYI A,
C,W,Y;

o crienn(ivyHOT BAaKIIMHU MPOTH MEHIHTOKOKY ceporpynu B;

« BakuaU nipotr Haemophilus influenzae tumy b (Hib-akmuna).

3. Jixkyeanna CAH.

« BHyTpimHpOBEHHE BBEICHHS KOHIICHTPATy HATHBHOTO TIIIa3MOBOTO 200 peKoM-
6inanTHoro Cl-iHri6iTopa. 3a oro BiICYyTHOCTI — MiANIKIPHE BBEJICHHS aHTAaroHiCcTa
OpaauKiHIHOBUX penenTopiB (ikaTiOaHT). Y pasi MOBHOI HEAOCTYMHOCTI TapreTHUX
MpenapariB sk ajJbTEPHATHBA 3aCTOCOBYETHCS CBIKO3aMOPOKEHA IIazMa (JpKepesio
C1-INH, pote MicTuTh 1 cyOcTpaTH Jyisi OpaiuKiHIHY, TOMY HOTpeOy€e 00epeXHOCTI).
[Ipu HaOpsAKy ropTaHi — TOTOBHICTb JJO €KCTPEHOI IHTYOAIl] Y KOHIKOTOMII.

e Jlosecompusana npoginakmuka: perynspHe BBeaeHHs npenapatie CIl-INH
a00 BUKOPUCTAHHS Cy4YaCHUX MOHOKJIOHATHHUX aHTUTLI (HAMPUKIIA] JaHAJAeIyMad —
1HT101TOp TIJIA3MOBOTO KaJIIKpEiHy). ATTeHYHOBaH1 aHAPOTEHU (JaHA30J1) Hapa3i MaloTh
oOMEXKEHE 3aCTOCYBaHHS Yepe3 3HA4YHYy KUIbKICTh MOOIYHUX e(EeKTIB, O0COOJIHMBO
B IeTIaTPUYHIN TPAKTHIII.

4. Tapeemna namozenemuuna mepanisa nPu AymoiMyHHUX NPOABAX.

[Ipu po3BUTKY aTUIIOBOrO reMoiTHKO-ypeMiyHoro cunapomy (al'YC), nos'si3za-
HOTO 3 neeKTaMH PEeryJIITOPHUX OUIKIB allbTepHATUBHOTrO NUIsAXy (dakrtopiB H, 1),
npenapaToM MEpIoi JiHii € eKyJdi3yMad — ryMaHi30BaHE MOHOKJIOHAJIbHE aHTUTLIIO,
o 0710kye po3mieruieHast C5 Ta 3ynunsie hopmyBanas MAK, 3axuinatoun eHaoTenini
CYJIMH HUPOK BiJl pyHHYBaHHS.

IIporuo3 Oe3nocepeAHbO 3aJICKUTH BiJl MOJEKYJSIPHOTO BapiaHTa AeQiluTy,
CBOEYACHOCTI BCTAHOBJICHHS JIiarHO3Y, aJIcKBATHOCTI MPOBEICHHS PYTHHHOI BaKIIMHO-
Npo(UIAKTUKA Ta JOCTYINHOCTI Cy4acHUX 3aco0iB TapreTHoi Teparmii. 3a yMOBHU
PAaHHBOTO BUSIBJICHHS Ta CHCTEMAaTUYHOTO CIIOCTEPEKCHHSI OIIBIINICTh MAIli€HTIB

MaroTb SaI[OBiHLHy SIKICTh KUTTS Ta CHpI/I}ITJ'II/IBI/Iﬁ JKUTTEBUMN IIPOrHO3.
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KJ/ITHIYHI TA KJIIHIKO-JIABOPATOPHI KPUTEPII III103PH
HA HAABHICTb IEPBUHHOI'O IMYHOAE®ILUTY

HasiBHiCTH NpUHAWMHI OJIHI€I 3 03HAK:

1. Eputpoaepmis y aiTeit Bikom 10 1 poky

2. Panniii ne6rot (10 1 micsrisd) Ta TSHKKUH niepedir ek3emMu.

3. Tspkka 1HTepCTHITIIHA TTHEBMOHIS (HAIPHUKJIIa ] BUKIMKaHa Pneumocystis jiroveci,
LIMB).

4. Tsaxkxa LIMB-iadekuis: renepanizoBana popMa ypaxeHHsI BHYTPIIIHIX OpTraHiB
3 TSOKKUMU (QYHKIIOHAIbHUMU TOPYLICHHSIMH.

5. Xponiuna giapest (ManpabcopOIrisi, KUIIKOBA 1H(EKIIisI, ayTOIMyHHA €HTEPO-
MaTisl 44 3anajbHe 3aXBOPIOBAHHSA KHUILEYHHUKA) Y JIITEH 10 2 POKIB.

6. ['enepamnizoBana BIK-indexmis y miter 10 1 poky.

7. XpOHIYHUN MIKIPHO-CIIU30BUI KaHIUI03.

8. IHBa3uBHI 1H(QEKIIi: cerncuc, MEHIHTIT, adclec JIereHb, MEUIHKH, CeIe31HKH,
OCTEOMIETIT, TPaHyJIbOMU, THEBMATOIIENE, THIHHUN JTiM(baIeHIT.

9. HezanoBuIbHUI pe3ysIbTaT HEOHATATBLHOTO CKPUHIHTY.

10. Bupaxena nimdorienist Ha 1-my porti skxuttst < 2000 ki1/MKI1.

11. I'epnieTnunumii eHiedanit, BUKIMKAHUA BIPYCOM IIPOCTOTO TEPIECy, Y paHiliie
3I0POBUX 0OCi0.

12. ®ebpunpua HerTponenis (< 500 kn B 1 mki).

13. T'emodarormrapawii TiMQOTICTIONATO3 (IEPCUCTYIOYA JIMXOMAaHKA Ta IIUTOTICHIS).

14. TloBTOpHA MEHIHTOKOKOBA 1H(EKIIIS.

HasiBHicTh NpuHaiiMHI IBOX 3 03HAK:

1. HasiBHicTh B ponuHi XxBopux Ha [1I/] abo cmepTh NIUTUHU B paHHbOMY Billl BiJl
1Hpexmi.

2. PennmuBHI MTHEBMOHIT (> 2 3a KUTTA a00 Xo4ya O O/HA, SKIIO AUTHHA TOTpE-
OyBaJia IHTEHCUBHOI Teparii).

3. PeruauBHUit TOCTpUiA cepeHii OTUT: > § 3a )KUTTA a00 > 2, Ko Oya mopes,
a60 > 1, axmio OyB MacTOiTuT ab0 BHYTPINIHHOYEPEITHI YCKIIAIHEHHS] a00 XPOHIUHUN
CepeaHiil OTHT.

4. PeruauBHI THINHI CHHYCUTH > 2 pa3u Ha PIK.

5. PermuBH1 1HBa3wBHI 1H(MEKINT MIKIPH Ta M'SKUX TKAaHUH: oM(paiT, PypyHKYIIHO3,
(dbaermoHa, abcriec, S’MMiHb, MAPATTPOKTUT, TAHAPHUIIIN.

6. 3aTpumMka BiaNAAIHHS MYMOBUHHOTO 3aiHINKy (Tmi3Hime 14-1 m1o6m), morane
3aro€HHs paH.

/. [lommpeHni abo peuuanBHI BipyCHI 1H(MEKIT MKIPU: KOHTArlI03HUM MOJIOCK,
00opoaBKH, Tepriec.

8. IuBasuBHUI nepmMarodiTos.

9. XponiuHa abo penuauBHA aiapes (MaibaOcopOllist / KUIIKOBa 1H(EKIIs / ayTo-
IMyHHA €HTEpOIIaTis YK 3alajibHe 3aXBOPIOBAHHS KUIIIEYHUKA) 31 BTPATOI0 MacH Tija
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10. Ty6epkynb03, aTUTIOBI MiKOOAKTEP103M a00 YCKIaAHEHUI Tiepedir BaKIuHaIlli
BIDK a6o Mycobacterium leprae (mpokasa).

11. Onoprynictuuni indekmii (Burkholderia cepacia, Chromobacterium violaceum,
Serratia marcescens, Histoplasma sp a6o Paracoccidioides sp, Salmonella no typhi,
Cryptosporidium, eHTepoBipyCHHI MEHIHTOEHIIC(hATIT).

12. Taxkuit nepedir rpuny ado COVID-19, abo indexiii, BUKIUKaHI BIpycOM
Enmretina — bapp, abo nmoacekum reprecom 8 tumy (capkoma Karorri).

13. [lIuctocomo3 abo TPUTTAHOCOMO3.

14. BponxoekTa3u ab0 XpOHIUHUN OPOHXIT y AITEH.

15. bykanpHi @00 reHiTalibHI ad)TO3HI YparKeHHS.

16. [loBTOpHa (penuanBHA, IO PETYJSIPHO BUHUKae) (QeOpmibHa rapsuka 0e3
BHJIMMOT IIPUYMHU 3 000B'I3KOBOIO HASIBHICTIO 3allaJIbHUX 3MiH Y KPOBI (JIEHKOITUTO3,
miasuiieHHs [HIOE, C-peakTtuBHoOro 0O1ska).

17. TlepmanentHa GeOpuibHa rapsiuka 0e3 BUAMMOL IPUYNHH, 1110 TPUBAE TOHA]T
2 THXHI 3 000B'SI3KOBOI0 HASBHICTIO 3aMajbHUX 3MIH y KPOBI (JI€MKOLMTO3, ITiJIBH-
mieHHs IIIOE, C-peaktuBHOro 017Ka) 32 BIICYTHOCTI ayTOAHTHUTI.

18. Anepris (OpoHxiasbHa acT™Ma, alepridYHUid PUHIT, eK3eMa, XapuoBa alepris,
KpOnuB'sHKa, HaOpsk KBiHke).

19. AHomatii cete3iHKH: acIuIeHis / TimoCIIIeHIs, CIUIEHOMET st 3/0e3 reraroMeraiii.

20. Jlimbpanenonarist (> 3 rpyn nepudepudnnx JiMEpOBY3ITiB, TPUBATICTH > 3 MICAIIB,
HeiH(]eKIlIiHa, He3JI0SKICHA).

21. AyroimyHHa rutoneHis (cuaapom Epanca — dimepa) abo XpoHIvHa ii0naTHYHA
TPOMOOIIMTONIEHIYHA MypITypa, ab0 ayTOIMyHHA TeMOJIITUYHA aHeMisl, 200 ayTOIMyHHa
HEUTpOIIeHIs y AiTel cTapiue 4 poKiB.

22. AyTOIMyHH1 €HJOKPUHONATIi: ayTOIMyHHUH THUPEOIAMUT, TINOMapaTHPEO3,
XBOpo0Oa AnJIiCOHA, TIMOTOHAIOTPONHUMN TINOrOHAAN3M, IyKpOBHii 11abeT 1 Tuiy.

23. AyroimynHi ypaxkenHs IIIKT: cromaTut, ayToIMyHHUI €HTEPUT, 3amalibHi
3aXBOPIOBAHHS KHUILIEYHUKA, AyTOIMyHHHUI T€NAaTUT, aTpOPIYHUI TaCTPUT, TNIFOTEHOBA
eHTeponaTis.

24. Tamri opran-cnienudivyHi ayTOIMYHHI MPOSIBU: aJIOMEIlis, BITUJIITO, IHTEPCTH-
LIHE YPa)KEeHHS JIET€Hb, MIOKapIUT.

25. CucteMHMII 4YEpBOHUN BOBYAK, UCKOIMHUNA BOBYAK, TJIOMEPYIOHEPPHUT,
apTpUT, BacKyiT, cuHapoMm Illerpena.

26. Amnasis / rimoriasist Tumyca abo TUMOMa.

27. PeuuaMBHUN aHT1IOHEBPOTUYHHUIM HaOpsik 0e3 YpPTUKApHOI BUCUIKH a0o0
ITOBTOPHI €130 00110 B )KMBOTI Ta OyroBaHHs O0e3 BcTaHoBJeHO1 maTosorii KT,

28. 3atpuMka (Hi3UYHOTO PO3BUTKY.

29. HeindexuiiiHi cuaapoManbHi pucu, acouiitoBani 3 ITI/.

30. Heorutasii (sim¢oma, n1eiKo3, KapIImHOMA).
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INOKABHHUKHW CKPUHIHI'OBUX IMYHOJIOTTYHUX TECTIB,
AKI BKA3YIOTh HA NEPBUHHUA IMYHOAE®ILAT

1. Heiitponieniss <0,51/n moHaiimenie y 3 remorpamax a6o <1,017/n

MpUHAMMHI y 3 TeMorpamMax rnpH iHQeKIiiHOMY CHHAPOMI.

2. [Mocriitauit neitkouuros > 20 /7, mo 3pocTtae mpu iHEKIisIX.

3. Jleiikomenist < 4,0 I'/n.

4. Jlimdponenis < 1,0 I'/n.

5. Monormwmronenid < 200 KJ1/MKI.
6. Eozunodimis > 0,2 I'/m.

7. PiBens IgG y cupoBaTiii KpoBi HUXKYE: 2 T/11 Yy HEMOBJIAT BIKOM < 12 MiCSIIiB;

5 r/n y giTed BikoM > 12 MicsIIiB.

8. IgE > 10 pa3iB nepeBuliye HopMmy 1Jis BIKY.

9. AxtuBHicTth KoMIuieMeHTy (CHS50) menme 10 % BiA KOHTPOJIBHOTO 3HAYEHHS.
Yy

10. Tpom6Gornuronenis < 180 I'/nm abo TpombonmToOMnaTis.

11. AT no BIL

KPUTEPIi HAABHOCTI /I B4 EBPONEHChKOI'0 TOBAPMCTBA
INEPBUHHUX IMYHOJAE®ILUTIB (ESID)
Haka3z MO3 VYkpaiau Big 31.12.2021 Ne 2952 "IIpo 3aTBepmxenns CtaHaapTiB

MEIUYHOI JOMOMOTH «JliarHOCTMKa Ta JIIKyBaHHS NEPBUHHUX IMYyHOAECPIIUTIB»"
(https://moz.gov.ua/uploads/7/35185-dn_2952 31 12 2021 dod_1.pdf).
Kiiniuni Hactoposxiusi o3Haku 111 y mitedt Ta topociux npeacTaBiieHi B maoi. 1.

Tabmuusa 7

Kainiuni Hacropoxausi o3naxku IIIJ] y gitei Ta nopocsmx

Kpurtepii gns gopocnux

Kpurtepii gns piten Bikom 1 pik i ctape

YoTupu abo Binblue iHGeKLinHNX 3aXBOPIOBaHb
(OTWT, BPOHXIT, CUHYCUT, MHEBMOHISI) 3 HEOOXIAHICTIO
Tepanii aHTBIoTMKaMm 3a OfUH ik

[MaTonoriyHa CXWIbHICTb A0 IH(EKLiHNX 3aXBOPHOBaHb
ELVIS*

Peumamsytoui iHgekuii abo iHekLis 3 HeobXigHICTHO
NPOOHrOBaHOI Tepanii aHTMGIoTUKaMK

[Mpu3HayeHa Tepanis aHTMbIoTUKaMK He Mana
niKyBarnbHoro eqekry

[Ba Ta BinbLue Tk BakTepianbHUX 3aXBOPHOBaHb
(ocTEOMIENIT, MEHIHTIT, cencnc abo iHeKLii M'aKuX
TKaHWH)

[MopyLIEeHHS PO3BUTKY AUTUHM (i3 XPOHIYHO Aiapeeto
abo 6e3 Hei)

[i Ta 6inbLue 3adikcoBaHi B pe3ynbTaTi pOMEeHEBOI
[iarHOCTMKM NHEBMOHII NPOTATOM 3 pOkKiB

YcKknagHeHHs Nicns WenneHHs XMBUMIU BaKLMHaMK
(iH(piKyBaHHS BaKLMHHUM NaTOreHOM)

[HheKLis y He3BMYHOMY MicLi ab0 BUKNMKaHa
HE3BUYHWUM 30YAHUKOM

MaTonorii B poAMHHOMY aHaMHe3i (Hanpuknag,
iMyHOAeqiLnT, NnaToNoriYHa CXMMbHICTb 40 IHPeKLinHNX
3aXBOPOBaHb, BUNAJKN CMEPTi 3 HE3'ACOBAHUX NPUYKH)

HassHicTtb M1 B poawHi

NabopaTopHi AoCNiMKEHHS: HAaNpWKnag, NiMgoneHis
< 1500/mkn; HeTponeHis < 500/MK, 3HWKeEHI iMyHO-
rnobyniHu (Hopmu 3a Bikom!)

[lonaTkoBi HACTOPOXYHOYi O3HAKW Y HEMOBNSAT: CTIKWIA
AepmMaTuT, 0cobMMBO NpM NOsIBI A0 2-r0 MiCALSA XUTTS,
ni3He BignNagaHHA 3anuLKy NynoBMHN

* ELVIS — 36yaHuk, nokanisais, nepedir, iHTeHcuBHICTb, cyma (Erreger, Lokalisation, Verlauf, Intensitat, Summe) —
03HaKM NaTomnoriYHoi CXUIbHOCTI A0 IHEKLHNX 3aXBOPHOBAHb.
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AJNTOPUTM Bi3yaJbHOT'O CKPHHIHTY Ta ()13UKAJIBLHOTO OOCTEXKEHHS MPH IMi103pi

Ha cuHapomaibHi popmu I11]] HaBeaeHo B maobi. 8.

Taomung 8

AJITOPUTM Bi3yaJIbHOTO CKPUHIHTY Ta (Pi3MKAJIBLHOI0 00CTEKEHHS
npu nigo3pi Ha cuuapomasbHi popmu I

UmoBipHuu NI MaTorHoMoHiYHa Tpiaga o3HaK Koa MKX
Cunpgpowm [i Mxopaxi Bagu cepus + rinokanbuiemis + gucmopdis 06nmyys D82.1
CuHapom Bickotra — Ongpiva |Eksema + TpoMboLMTONEHIN + MHINHI iHGeKUji D82.0
Cunpgpowm Jlyi-bap Artakcis + TeneaHriekrasii + gediunt IgA G11.3
Cungpom [Ixoba «XonogHi» abcuecu + nHeBmatouene + rinep-IgE D82.4
Cungpom Mak-K'to3uka KapnukoBiCTb + TOHKe Bonoccs + iHgekuil Q82.2
WHIM-cungpom Crinki 6opoaaBkm + HEMTPONEHIs + MiENOKaxeKeis D72
Hedpiunt apgresii (LAD-1) 3aTpuMmKa BignagiHHA nynoBuHM (> 3 TkHIB) + nemkoumTtos| D71

(HenTpOdiNist) y KPOBI + BIACYTHICTb HOK B MICLIX 3ananeHHs
CuHapom HesepToHa Jlamke Bonoccs + eputpogepmis + IgE 1 Q82.8

INNEPEJIIK K/ITHIYHUX O3HAK, IIIA03PU NEPBUHHOI'O IMYHOJAE®IIUTY
JUJIA JIIKAPIB PI3HUX CIEIIAJIbHOCTEH (HE IMYHO.IOT'IB)

HaHHﬁ HGpGJIiK aJallTOBaHO Ta CUCTCMATH30BaHO BiIIHOBiI[HO J0 AoJdaTkKa Ao

CranmapTiB MEIMYHOI JIOITOMOTH «JliarHOCTHKA Ta JIIKyBaHHS MEPBUHHUX IMYHOJE-

¢binuTiBy, 3aTBepKeHUX HakazoM MO3 Ykpainu Bix 31.12.2021 Ne 2952.

AJIEPT"OJIOI'TA

KniHiyHun nposs

Mino3pa Ha MNif

Tsaxko KOHTPOJIbOBaHa aCcTMa

CenektusHui fediumr IgA.
3aranbHuin BapiabenbHU iMyHoaediLNT.
Oediumnt cneyuiyHmx aHTuTIN

Ek3ema

Cungpowm Bickotta — Ongpiva.
WIP gediumr.

CuHgpom OwmeHa.
X-34ENnNeHunit CUHAPOM).

bambykoBe Bonoccs).
[ediuynt MALT1

lnep-IgE cuHapomm (cunapom Mkoba, PGM3 pedpiynt, CARD11 LOF).
IPEX (imyHHa gucperynsuis, nonieHaoKpuHonaTis, eHTeponaris,

CuHapom HesepToHa (ixTiosndhopMHa epuTpoaepmis, NiHeapHWi ixTios,

[MOBTOPHWI aHTIOHEBPOTUYHUIA HABPSK

CnafiKoBuIA aHrOHEBPOTIYHMIA HABPSIK (nedpimT C1-iHribiTopa / ectepasn)

Tskka anepris Ha xy Ta/abo niku

PGM3 pediumt

DOCKS8 pediuut (ayTocoMHO-peumcnBHUn rinep-IgE cuHapom).

BHYTPILIHA MEJUIITUHA / IEAIATPISA

Kniniynun nposs Migospa Ha NI

PaHHin aTepocknepos

IMyHo-KicTKOBa aucnnasis Lumke

BincraBaHHs y isnyHOMY pO3BUTKY

AkobeeH cungpom (11g23).
Cungpom [i xopaxi.
CuHgpom HinmereH.
Cungpom bapra

TsDKKNIA KOMBIHOBaHUI iMyHOAEILKT.

['eModparoumTapHui niMgoricTioumTos

fedektn y PRF1, MUNC13-4, STXBP2

HenepeHocumicTb ronogy

['nikoreHos Tuny 16.
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KniHiyHun nposis

Migo3pa Ha NI

OXWpiHHS Cungpom COHEN
PekypeHTHI pecnipaTopHi iHgexuiT, 3aranbHuin BapiabenbHU iMyHOaediLKT.
IHTEpPCTULiMHA NHEBMOHIS, rpaHyemarTos, POLD1/POLD2 pediuu.

ayTOIMYHITET

POLE1 pediumnt

Tumoma Ta rinorammarno6yniHemis

CunHgpom lN'ypa

I'ACTPOEHTEPOJIOI'TA

Kniniynuin nposs

Mino3pa Ha MNif

Abcuecu neydiHkm

XpOHiyHa rpaHynemaTo3Ha xsopoba

AyTOIMYHHUMI KOniT

IPEX (imyHHa gusperynsuis, nonieHaoKpuHoNaTis, eHTeponaris,
X-34enneHunit CUHAPOM).

CD25 pedpiuunT.

Cungpom OmeHa.

XLP tvn 2 (XIAP pedoiuuT).

IL-10R medpiumr.

NEMO cuHgpom.

IL-21 pediyut.

ARPC1B gediunT.

[nikoreHo3 Tuny 16

AyTOiMYyHHMI renatut

XPOHIYHMI LUKIPHO-CNN30BMUIA KaHAMOO3

[acTpoeHTepuT

BCL10 gedpiuu.
[ediumt MHC knacy II, rpyna A.
ICOS pediumnt

EHTeponartis

SAMD9

3ananbHi 3aXBOPIOBAHHA KNLLIEYHUKaA

XpOHiyHa rpaHynemaTo3Ha xsopoba.
IPEX.

IL-10 pedpiywT.

IL-10RA gedpiumr.

IL-10RB pedpiumr.

NEMO cuHgpom.

CD25.

STAT5D.

XIAP (can test NOD signaling with MDP or TriDAP).
ABTO3anasnbHi CUHOPOMY.

NOD2.

X-34enneHa arammarnobyniHemis

3axBoptoBaHHS NEYIHKM Ta XOBYOBMBIA-
HUX LLNSXiB

CD40L/CD40 gedpiuur.
MHC knacy Il gedpiumr.
IL-21R gedpiumt

KaHgupos ctpasoxomy

KombiHoBaHi imyHogediLmTL.

[Oediumntn paroumnrosy.

XPOHI4HWIA LIKIPHO-CIU30BUIA KaHAMA03 Ta acoLioBaHi AedekTy
(APECED, IL-17F, IL-17RA, CARD9, STAT1)

Kuwkosa nimgpaHriekTtasis / ekcynatusHa
eHTeponaris

CuHOpoM XaHHekam

Nambnios, KM BaXKO NikyBaTH

[edilnTi aHTUTINOYTBOPEHHS, BKITHOYAKOUM CENEKTUBHUN
nediumt IgA, 3aranbHui BapiabenbHui iMyHogediunT,
X-34enneHa arammarnobyniHemis

MHOXWHHI aTpesii KULLeYHMKa

HenpoHanbHa ancnnasis KUWeYHrka

linonnasis xpsLis / Bonoccs

[MaHKpeaTwT i3 30BHILLHLOCEKPETOPHOD
HEeJOCTaTHICTIO

Cungpom LLBaxmaHa — [JaitmoHaa

PeuuameHi Hanaam 6onto B XKMBOTI

(IMiTYHOTb rocTpUi XuBIT) 6€3 rapsykm

CnagKoBwuiA aHrioHeBPOTUYHWIA HAaBPSK (aediumnT C1-iHribiTopa /
ecrepasm)
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KniHiyHun nposis

Migo3pa Ha NI

PeunayeHi Hanaay 60Mt0 B XUBOTI
(IMITYHOTb FTOCTPUI XWBIT) 3 rapsYKOL0

CimeiHa cepea3eMHOMOpPChKa rapsiuka

XpoHivHa diapest

[ediynTit aHTUTINO YTBOPEHHS.

KombinosaHi imyHogediumTy (ICOS, TCR gediumr).

IPEX (imyHHa au3perynsuis, nonieH4oKpuHonaTis, eHTeponaris,
X-34enneHuit CUHAPOM).

CD25 pediunT.

XpOHiYHa rpaHyneMaTtosHa xsopoba.

IL10R gedpiymr.

TpuxorenaToeHTEPUYHUIN CUHAPOM.

IMyHOZEMDILMT 3 LLEHTPOMEPHOIO HECTABIMNBHICTIO | aHOManiAMK
06nmyus, ICF1.

CuHapom rinonnasii xpswyis / Bonocces

Lleniakis / rnioTeHoBa eHTEpONaTIs

CenektusHui gediumr IgA.
3aranbHuin BapiabenbHU iMyHoae LT

XBopoba [pwnpyHra

linonnasis xpsLis / Bonoccs

LLINYHKOBO-KULLKOBI KpOBOTEI BHACHIAOK
CYOMHHOI eKTasii

CTC1 gedbiumt

I'EMATOJIOI'TA

KniHiyHun nposs

Mino3pa Ha MNif

AnnactuyHa aHemis

X-34ennexui nimgponponichepatneHui cuHapom Tun 1 (SAP gedoium).
BpomkeHun guckepaTos

AYTOIMYHHI LTONEHI

3aranbHui BapiabenbHU iMyHoaediLKT.

AID (akTvBaTop-iHAyKOBaHa UMTMAMH AeamiHa3a) AediLluT.
PNP nediyur.

LRBA gedpiunT.

IPEX.

CD25 pedpiunT.

AyTOoIMyHHUI NiMdonposipepaTUBHUA CUHAPOM.
CD40L pediyu.

MST1 pediyur.

TFRC pedpiunT.

Bickotta —Onppiya cuHapom.

ICF1

BpomkeHa acnneHis

CuHgpom IBemapka

BpomkeHa TpoMBoUMTONEHIS 3 ManMMu
TpomboLuTamu

CuHpgpom Bickotta — Ongpiva.
X-34yenneHa TpoMboLUTONEHiS.

WIP nediuut
BpomkeHa TpombouumToneHis 3 Hopma- | WIP gediyur.
NbHUMK TPOMBOLUTaMK ARPC1B gediuut

BpomxeHa TpomboLmTONeHis 3 Benu-
KuMW TpoMBOoLMTaMm

Cunapom Beprapa — Cypbe npu [i Ixopmxi cuHapomi
(cuHgpomi geneuji 22q 11 2)

lemoniTn4yHa aHemiq

Hediuynt nypuH Hykneosng doccopunasn (PNP).
Cunapowm BickotTa — Ongpiva.

IPEX.

3aranbHuin BapiabenbHU iMyHogediLuT.

CD40L pediynt

'emodparoumTapHui nimMoricTioLmTos,
(bynbMiHaHTHa abo XpoHiYHa iHGeKLs,
BMKNWKaHa BipycoM EnwrenHa — bapp

CimeitHnin remocbaroumTapHuii NiMeoricTioynTos.
X-34enneHuir nimgonponicdpepaTneHn cuHapom Tunis 1 abo 2.
Itk nediywnt.

CD27 pediyn.

[emekTi marHieBux kaHanis.

MST1 gediymr.

CuHapom Yepiaka — Xiraci
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KniHiyHu#n nposs

Migo3pa Ha NI

EpuTpoigHa annasis

linonnasisg xpsLis / Bonoccs

3axBoproBaHHs NoAibHe Ao neikemi

NRAS / KRAS pediuut

3HayHMI NenkouuTo3

[edekT (aediynT) apresii nenkounTis.
AyToiMyHHUI NiMdonponiepaTUBHUA CUHLPOM

NimdbageHonaris
Ta renatocnneHomeranis

X-34ennexuit nimonponicepaTUBHNA CUHOPOM.
AyToiMyHHMI NimcponponidhepaTUBHUIA CUHAPOM.

AID (akTvBaTop-iHAyKOBaHa UMTMAMH AeamiHasa) AediLuT.
UNG pediuur.

KombiHoBaHi imyHoaediumtn (LAT aediumt, MST1 gediumT).
XpOHiyHa rpaHynemaTo3Ha xsopoba.

CTLA4.

CuHapom aktusaLii P3IK-genbTa.

MOPD1 pediunr.

FCHO1 pedpiunT.

linep-IgM cuHgpom.

3aranbHui BapiabenibHUn iMyHoaediuuT

Nimdpoma XopxkkiHa,
HEXOKKIHCbKI NliMhomm

Rhoh gediyur.

MST1 pediyur.

BickoTTa — Ongpiva cuHapom.
CuHgpom HinmereH.
Cunapom Briyma.

PMS2 peghiunT.

MCM4 pediyu.

Nirasm | gediyur.

rinonnasis xpsiLis / BONOCCS.
AyToiMyHHMI NimcponponichepaTUBHNIA CUHAPOM.
linep-IgM cuHgpom

MeranobnactHa aHemist

MTHFD1 gediynT (rinepromouucteiHemis).
[ediynt TpaHckobanamiy 2.
SLC46A1 / PCFT pedpiunt

Mienoaucnnasis

MYSM1 gediyu.

BpomkeHuin guckepatos.

SAMD: mienogmcnnacTyHuin cuHapoM 3 abepavieto 7 XpOMOCOMM.
SAMDOL: MienogucnnacTuiH1in CHAPOM 3 abepaLlieto 7 XpOMOCOMM.
linonnasis xpsLis / Bonoccs

Mienokaxekcis

WHIM cuHapom

MoHoumT03

NRAS / KRAS gediuut

HepocTaTHICTb KICTKOBOrO MO3KY

Cunapom Briyma.

ERCC6L2 (Hebo pediuu).
linonnasis xpsLwis / Bonoccs.
MYSM1 gediyu.

IMyHO-KiCcTKOBa Aucnnasis Lnmke.
CTC1 pediumt (TpbOXNiHiNHA)

HemnTtponeHis

TsKKa BPOMKEHa HENTPONEHIs.

LinkniyHa HerTponeHis.

X-34enneHa arammarnobyniHemis.

WHIM cuHgpom (W — 6opoaasku, H — rinorammarnobyniHemis, | —
iHhekuiT, M — mienokaxekcis).

PeTtukynspHuin ausreHes (AK2 gediuu).

lkaros pedpiunT.

X-34yenneHa HentponeHis (WASP myTauis nocuneHHs dyHKuii).
CD40L / CD40 pedpiumr.

MST1 gediyur.

Moesin gediyuT.

72




KniHiyHu#n nposs Mino3pa Ha NI

TFRC pedpiunT.

GINS1 pediyn.

[ediuynt metunex-tetparigpodonart aerigporeHasn 1 (MTHFD1).
CuHpgpom bapra.

CuHgpom Yegiaka — Xirawi.

Cunapom epmaHcki — MNyanaka 2 tuny.

CuvHOpOM nowkinogepmii 3 HeNTPONEHIE.

Cungpom COHEN.

[ nikoreHo3 Tuny 16
TpombacteHis MaHcmaHa Hediuynt apresii nenkouutis |l Tuny
3 EMKEeMOIJHO peakuiero

I'EHETHUKA
KniHiyHun nposs Mino3pa Ha MIf

Bpaxigaktunis PGM3 gediumt
AncmopdiyHi puck 06nmyys [i Dxopmxi cuHapom (cuHgpom genedii 229.11.2).

Hediuynt Cernunnos, nirasm 1V, etc.

CuHgpom HinmereH.

Cunapom Briyma.

STAT3 pediuut (rinep-IgE cuHapom).

BCL11B pedpiunT.

IMyHOAEMIUUTY 3 LEHTPOMEPHOK HECTABINBHICTIO
i aHomanismu obnunyys, ICF1 — ICF4.

RNF168 pediunT.

POLE1 pediuur.

POLE2 pediumr.

CunHgpom geneuii xpomocomn 10p13-p14 (10p13-p14DS).

MOPD1 pediuur.

AD-Tinep-IgE cuHgpomu (cuHgpom xoba): wupoke nepeHices,
rpyba nopucta Lwkipa.

PGM3 gedoiumr.

IMyHO-KicTKOBa Aucnnasis Wumke.

AkobceH cuHapom (11g23).

CuHppom bapra.

Cungpom COHEN

KniHopakTunis CuHppom brnyma

Kopotka ctatypa rinonnasis xpsLwis / BONoccs (Kapnnk 3 KOPOTKUMU HOramm).
STAT5b pediyu.

CuHgpom briyma.

MCM4 pediyun.

RNF168 pediunT.

POLE1 pediuur.

TNirasm | gediyur.

MYSM1 gediumr.

EXTL3 gedpiumr.

IMyHO-KicTKOBa Aucnnasis Wumke (kopoTki wus i Tyny6).
Cunapom Komenb — HesepToHa.

PGM3 pediunT.

POLD1/POLD2 pegpiunt

KopoTki Teniomepu BpomxeHun guckepatos.
CTC1 pediumt

Makosnrosocist IMyHOAEMIUUTM 3 LLEHTPOMEPHOK HECTABINBHICTIO
i aHomanismm obnuyus, ICF1 — ICF4

Mikpouedanis Cunapom HinmereH.
CuHgpom bnay.
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KniHiyHu#n nposs

Migo3pa Ha NI

Cernunnos geiyur.
Oeoiunt OHK nirasm 1V,
Oedpiumnt OHK nirasm |
BpomkeHun ouskepatos.
CuHgpom KoeHa.
RNF168 pediunT.
MOPD1 pediunt

CkeneTHi aHomanii

STAT3 pediyunT: ckonios, aedopmallist rpyaHoi KiTkm,
rinepmobinbHicTb cyrnobis.

PGM3 gedoiumr.

PeTtukynspHui gusreHes (AK2 gediuunt):
AedekT KiCTKOBO-XPSALLOBYX 3'€AHaHb pebep.

LLInmke iMmyHO-KICTKOBa AMCnnasis: cnoHaunoenicisapHa aucnnasis,
AMCNNacTUYHi cTerHa, Manui enigia roniBku CTErHOBOI KICTKM.

linonnasis xpswis / Borioccs: Aedopmallii rpyaHoi KNiTkK, diikcoBaHa
KOHTpaKTypa NiKTboBMX Cyrnobis, AoBra MaroroMinkosa KicTka,
KOHyconoaibHi enician hanar.

MYSM1 pediunr.

MOPD1 gediuut: cnoHgunoenicizapHa gucnnasis.

EXTL3 gediuwt: nnatmcnoHaunis, kidos, BapiabenbHi aucnnasii ckeneta

LiuToreHeTUYHi BigxuneHHs (Hanpuknag
MynbTUpagiansHi XpOMOCOMMU, PO3PUBH,
AeneLii, i30XpoMocomM)

ICF1, ICF2, ICF3, ICF4 (I — imyHOopediuuT,

C — ueHTpoMepHa HecTabinbHiCTb Ta F — aHomanii 06nmyus).
[i Dxopmxi cuHapom (cuHgpom genedii 229.11.2).
CunHpgpom geneuii xpomocomn 10p13-p14 (10p13-p14DS).
NSMCE3 pediunT.
Cungpom geneuii xpomocommn 11q (Jacobsen cuHgpom)

JAEPMATOJIOI'TA

KniHiyHun nposs

Mino3pa Ha NI

AnoneList

XPOHIYHMI LLKIPHO-CIIM30BUIA KaHAWAO3.
CuHgpom NEMO.
NFKB2 gediumt

AnbOiHi3M YacTKoBUIA

IMyHOAEMIUUTL 3 IMYHHOK AU3pErynALieto Ta rinonirMeHTaljiero
(Mpiweni cuHapom, Yepiaka — Xiralli CMHAPOM,
'epmaHcki — [yanaka cuHOpom)

Bambykose Bonoces

BopopaaBku (NoBTOPHA iHGEKLiS BipyCy
naninomu nNianHN)

WHIM cungpom (W — 6opoaasku, H — rinorammarnobyniHemis,
| — iHcpekuii, M — mienokaxekcis).

Epidermodysplasia verruciformis.

DOCK8 npediuu (rinep-IgE cunapom).

GATA2 gedpiumnt (Mono MAC cungpom, DCML aedoiuuT).

IRF8 pedpiunT.

KombiHosaHi imyHogediumtn (Rhoh gediumnt, MST1 gediumr).

POLD1/POLD1 pedhiuuT.

AkobeeH cuHgpom (11g23)

Bituniro

XPOHIYHUI LIKIPHO-CIM30BUI KaHAWA03

BpomxeHa anonewisi / pigke Bonoces +
+ AUCTPOWIA HIrTiB

FOXN1 pediumr.
BpomxeHun guckepatos.
CTC1 pediumt

[‘@HrpeHO3HMI niogepMis

ArammarnobyniHemis.

PAPA (nioreHHMI CTEpUbHUIA apTPUT, FaHrPEHO3Ha NiogepMist, akHe)
CUHIPOM.

MHC knacy | nediunt

[inepenacrtos LuKipu

C1r gediumr.
C1s pediunT.
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KniHiyHu#n nposs

Migo3pa Ha Mif

linepkepaTo3 4OMOHb / NigOLOoB

X-34enneHunit BpOMKXEHUI AnckepaTos vepes aediyunt.
[eckepuHy.
CUMHOpPOM MOVKinogepMmii 3 HeTPONeHien

linepnirMeHTaLis Wkipun

X-34enneHnit BpO[KeHWU auckepatos Yepes aediumnt [eckepuHy

[paHynLoMu

Cunapom briay.
linonnasis xpsLlis / Bonoccs

pyba nopucra Lukipa

rinep-IgE cungpomu (cuHgpom [xoba)

[ncemiHoBaHWi ¢py3apios

STAT1 myTauist 3 nNoCUNEHHAM QyHKLT

Ek3ema abo eputpogepmis

CuHgpom Bickotta — Ongpiva.

WIP gedpiumr.

linep-lIgE cuHopomu (cunapom xoba, PGM3 gediuwt, CARD11 LOF).

Cungpom OmeHa.

IPEX (imyHHa au3perynsuis, nonieHaoKkpuHonaTisi, eHTeponaris,
X-34enneHuit CUHAPOM).

CuHapoM HesepToHa (ixTiosndopmHa eputpogepmis,
niHeapHu ixTio3, 6ambykoBe Bonoccs).

Hediynt MALT1.

FOXN1 deficiency

ExronepmanbHa aycnnasisi (pigke Bonoces,
TOHKa LUKIpa, rinorigpos, aedekTHe
hopMyBaHHs 3y6iB, aHOMarbHi HirTi)

NEMO pediunt (ekTogepmanbHa gucnnasis 3 imyHogediumtom).
lkBa pediunT (ekTogepmanbHa gucnnasia 3 iMmyHoaeqiyuTom)

EkTrogepmarbHa guctpodist

APECED (A — aytoimyHHa nonieHgokpuHonaris, C — kaHauaos,
E — extogepmanbHa, D — guctpodis)

EpI/ITeMa-MeTeJ'IVIK

Cungpom Briyma

[HBa3MBHMN JepMaTodiTO3 CARD9 gediuut
NiBego POLE1 pediumr.
DADA2
TNimpegema CuHOPOM XeHHekaMm
Jlinoguctpodis PSMB8 pediuut (aBTO3ananbHUin CUHOPOM)
[axioHixis CuMHOpOM MOVKINogepMii 3 HETPONeHi€e

[namu «kaBa 3 MONOKOM»

PMS2 gedpiunT.
CuHppom brnyma

[MoBTOPHWIA aBO NOLLMPEHWIA KOHTario3-
HWIA MOMKOCK

DOCK8 gediuu (rinep-IgE cuHapom).

GATA2 gedpiumnt (Mono MAC cungpom, DCML agedoiuuT).
IRF8 nediyunt.

CuHgpom Bickotta — Ongpiva.

KombiHosaHi imyHogediumtn (Rhoh gediumr).

SPINKS5 pediynt (cunopom HesepToHa).
POLD1/POLD1 pechiunt

[MOBTOPHWIA aHTIOHEBPOTUYHMIN HABPSIK

CnafKoBMIA aHMOHEBPOTUYHMIA HABPSIK (nedpimT C1-iHribiTopa / ectepasn)

[Mowkinogepmis

CuHOPOM NoViKinogepMii 3 HENTPONEHIED

Po3pigxeHe Bonoccs, KapnmnKkoBiCTb
3 KOPOTKMUMM KiHL{iBKaMW, iHGIEKLLT

rinonnasis xpsLis / Bonoccs

Posauea

XPOHIYHWIA LUKIPHO-CMN30BUIA KaHOMA03

TeneaHriektasii

Cungpom Jlyi-bap (aTakcis-teneaHriekrasis)

XPOHIYHWIA LUKIPHO-CNN30BUIA KaHZMA03

STAT1 myTauist 3 NOCUNEHHAM YHKLji.

CARD?9 gediuur.

IL-17F nedpiumr.

IL17RA gediumr.

APECED (A — ayToimyHHa nonieHgokpuHonarisi, C — kaHanaos,
E — extogepmanbHa, D — guctpodis).

[eekT dharouuris.

AD-Tinep-IgE cungpomu (cunapom [xoba)
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KniHiyHu#n nposs

Migo3pa Ha Mif

YyTnnea [0 COHUSA TeneaHrieTakTuiHa
eputema

CunHgpom brniyma

LLIKipHi rpaHynsomm

MHC knacy | gediumt (B2M).
CuHgpom bray.
Oedpiumt HLA | knacy

EHAOKPHUHOJIOI'TA

KniHiyHun nposs

Minospa Ha NI

linornikemiyHi Hanagm

[nikoreHo3 Tuny 16

rinokanbLieMiyHa TeTaHis abo cygomu
HOBOHAPOKEHMX

[i Dxopmxi cuHapom (cuHapom genedii 229.11.2).
Hediunt kanbuiesux kaHanis (ORAI1, STIM1)

linonapaTupeos APECED.

[i Dxopmxi cuHapom (cuHapom genedii 229.11.2).

CunHgpom genedii xpomocomm 10p13-p14 (10p13-p14DS)
rinoTnpeos APECED (A — ayToimyHHa nonieHgokpuHonaris, C — kaHauaos,

E — extogepmanbHa, D — guctpodis).
POLE2 pediuur.
IMyHO-KicTKOBa Aumcnnasia Lumke.
XPOHIYHMI LUKIPHO-CIIM30BUIA KaHAWO3.
[ledheKkTn aHTUTINOYTBOPEHHS

[n3reHesia roHan

APECED (A — ayToiMyHHa nonieHgokpuHonaris, C — kaHanaos,
E — extogepmansHa, D — guctpodis).

Cunapowm Jlyi-bap (aTakcis-Teneanriexkrasis).

CHARGE cuHgpom.

rinonnasis xpsiLiB / BONoccs (MOpYLWEHHS cnepMaTtoreHesy)
SAMD9

3atpumka i3n4HOro po3BUTKY

TSOKKMIA KOMBIHOBaHMI iMyHOAEILNT.
AxobeeH cunopom (11923).

Cungpom [li xopoxi.

CuHgpom HinmereH.

CuHgpom bapra.

XpOHi4Ha rpaHynemaTo3Ha xsopoba

Kopotka ctatypa

rinonnasis xpsLis / BONOCCS (KapnuK 3 KOPOTKUMI HOramm).
STAT5b pediyu.

CuHgpom brnyma.

MCM4 pediyw.

RNF168 gediunT.

POLE1 pediuur.

Nirasm | gediyur.

MYSM1 gediumr.

EXTL3 pedoiumr.

IMyHo-kicTkOBa Aucnnasis Wumke (kopoTki wus i Tynyo).
CuHapom Komenb — HesepToHa.

PGM3 gedpium.

POLD1/POLD2 pediumt

HapgHupkoBa HegoCTaTHICTL

APECED.
MCM4 pedbiunT.
SAMD9

HeoHaTtanbHui giabet

IPEX (imyHHa ausperynsuis, nonieHaoKpuHonaTis, eHTeponaris,
X-34enneHui CUHEPOM)

Llykposui giabet 1 Tuny

POLE2 pediuunt
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IHOEKTOJIOI'IA

KniHiyHun nposiB

Migo3pa Ha MNif

Abcuec nereHi, nHeBMmatoLene

STAT3 acoujinoaHui rinep-IgE cuHapom

Abcuecu neyiHkm

XpOHiYHa rpaHyneMartosHa xsopoba

Bopoaasku (NOBTOPHA iHGEKLS Bipycy
naninomm NianHN)

WHIM cungpom (W — 6opoaasku, H — rinorammarnobyniHemis,
| — iHpekuii, M — mienokaxekcis).

Epidermodysplasia verruciformis.

DOCKS gediyur (rinep-IgE cuHapom).

GATA2 gedpiumnt (Mono MAC cungpom, DCML aedoiuuT).

IRF8 pedpiunT.

KombiHoBaHi imyHoaediumtn (MST1 gediyut).

POLD1/POLD2 pediyu.

Rhoh pgediunt

Baxkkun rpun

IRF7 nediuynt

Baxka iHdpekLisi, BUknukaHa Neisseria sp

[ediumnt KomnnemeHTy (ni3Hix C-KOMMNOHEHTIB)

Baxka iHchekuis, BuknukaHa Salmonella
no typhi

LedexkT wnsxy IFN-/1L-12.
XpOHiyHa rpaHynemaTo3Ha xsopoba.
c-Rel pediynt

['aHrpeHo3Ha niogepmis

ArammarnobyniHemis
PAPA (nioreHHmI CTepUbHIA apTpUT, FraHrPEHO3Ha NiogepMisi, akHe)
CUHAPOM

[vncemiHoBaHa iHeKLis, BUKIMKaHa

LedexkT wnsxy IFN-/1L-12.

Histoplasma sp abo Paracoccidioides sp| CD40L gediumt
EHTEpOBIpYCHUI MEHIHroeHLedanit ArammarnobyniHemis
EHuedanit, cnpuynHeHuit Bipycom HedexkT y wnsaxy TLR3

npocToro repnecy (Herpes simplex virus)

[HheKLii, BUKNMKaHi aTUnoBuMu
MikobakTepismu (Bkntodatoun BLPK),
AncemiHoBaHWit Tybepkynbo3

KombiHoBaHi imyHogediLmTL.

NEMO pediynt.

XpOHiyHa rpaHynemaTo3Ha xsopoba.

[edext wnaxy IFN-/1L-12.

GATA2 gedbiumnt (Mono MAC cungpom, DCML gedoiumT).
STAT1 pediynT (ayTOCOMHO-AOMIHAHTHMR).

[ediuynTt perynaropHoro daktopy iHTepdepoHy 8 (IRF8).
POLE2 pediuur.

c-Rel pediynt

[HchekLii, BuKnukaHi Burkholderia
cepacia, Chromobacterium violaceum,
Serratia marcescens

XpOHiyHa rpaHynemaTo3Ha xsopoba

[Hbekuis, BuknukaHa Cryptosporidium

KombiHoBaHi imyHogediLmTh.
CD40L/CD40 gedpiuur.
IL-21R gedbiumr.

NIK gediuynt

[HcekLis, BuknukaHa Staphylococcus
aureus

linep-IgE cuHgpom.

XpOHiyHa rpaHynemaTo3Ha xsopoba.
[ediynTit aHTUTINO YTBOPEHHS.
IRAK4/MyD88 gedhilut

MeHiHriT

POLE1 pediunt

[MTHEBMOHii, OTUTMU Ta CUHYCUTH, BUKNK-
KaHi kancynbHUMM BakTepismu

[ediunTi aHTUTINO YTBOPEHHS.
[ediynti KOMNNEMEHTY.
MHC knacy | gediunt (B2M)

[MHeBMOHig, BUKNuKkaHa Pneumocystis
jiroveci

KombiHosaHi imyHogediuut (IL-21R pedpiunt, CARD11 gedpiumt (LOF).
CD4OL pediyur.

Cunapowm BickotTa — Ongpiva.

[ediunt meTunen-tetparigpodonart gerigporeHasn 1 (MTHFD1)
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KniHiyHun nposis

Migo3pa Ha Mif

MoBTOPHMIA 260 NOLUMPEHNN
KOHTario3HWiA MOMIOCK

DOCKS gediyu (rinep-IgE cuHapom).

GATA2 gedpiumnt (Mono MAC cungpom, DCML pedoiuuT).
IRF8 pedpiunT.

CuHgpom Bickotta — Ongpiva.

KombiHoBaHi imyHoaediLmTL.

SPINK pediunt (cuHopom HesepToHa).

POLD1/POLD2 pediuu.

Rhoh pgediunt

TpunaHocomo3

APOL-| pediynt

®ynbMiHaHTHa ab0 XpOHIYHa IHAEKLis,
BUKIMKaHa Bipycom EnwTenHa — bappa,
remocparoyuTapHuiA nimgoricTounTos

CimenHuin remocparoyutapHuia niMgoricTioynTos.
X-34enneHuit nimgonponichepatuBHuin cuHapom Tunis 1 abo 2.
Itk nediyunt.

CD27 pedpiunT.

[edekTn marHieBux kaHanis

LLKipHO-CIM30BUI KaHAWMA03

KombiHoBaHi imyHoaediLmuTL.

Oediumntn paroumntosy.

XPOHIYHMI LUKIPHO-CNU30BWIA KaHAWMAO03 Ta acoLinoBaHi AedhekTy
(APECED, IL-17F, IL-17RA, CARD9, STAT1).

BCL10 gedpiumt

HHV 8 iHdekujis

OX40 pediynt

KAPAIOJIOI'TA

KniniyHun nposis

Mipospa Ha NI

AHeBpM3MM KOPOHaPHWX | LiepebpanbHuX
CYanH

AD-Tinep-IgE cuHagpomu (cungpom xoba)

BpomxeHa Baga cepus (nepepsaHa fyra
aopTw, aTpesist nereHeBol apTepil, abepaHTHI
nigknoYmnyYHi apTepii, Tetpaga ®anno)

[i Dxopmxi cuHapom (cuHgpom genedii 229.11.2)

BpomkeHa Baga cepus (iHwa)

CHARGE cuHgpom (konoboma, BpokeHa Bafa cepus, aTpesis X0aH,
3aTpyMKa pocTy, rinonnasisi CTaTeByX OpraHiB, aHoMarii Byxa / rmyxora).

CunHpgpom genedii xpomocomn 10p13-p14 (10p13-p14DS).

MST1 pediuynt

CuHpgpom Isemapka (GDF1)

CepLeBa HeoCTaTHICTb, AUNsATaLinHa
kapgiomionarisi, HeKOMNAKTHUN MiOKapZ,
NiBOro WIYHOYKa, eHAOKapAianbHui
(hibpoenacTo3 Ta CepiosHi NOPYLLEHHS
CepLeBoro putmy, Taki sk qibpunsuis
LUSTYHOYKIB ab0 Taxikapgis

Cungpom bapta

JIABOPATOPHA JIATHOCTHUKA

Kniniynun nposs

Mipo3pa Ha NI

linepsitamiHo3 B12

AyToiMmyHHUI NimdonponiepaTUBHUA CUHLPOM

[inepnakTaumaemis

[nikoreHo3 Tuny 16

EosuHodinis

DOCKS pediuur.
CuHapom HesepToHa.
CuHgpom OwmeHa.
ARPC1B geqiunT.

MigBuLLEHHs anba-geTonpoTeiHy

ATakcig-TeneaHriekrasis

MMigBULLEHHS NOABINHMX
HeraTueHux -T cells (> 5 %)

AyToiMyHHUI NiMdonposniepaTUBHUA CUHLPOM
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HEBPOJIOI'TA

KniHiyHun nposs

Migo3pa Ha NI

AHeBpu3Mu LepebpanbHuX CyauH

AD-Tinep-IgE cuHgpomu (cuuagpom Ixoba).
XPOHI4YHWIA LUKIPHO-CM30BUIA KaHOMA03

AHOManbHi LWKAHI Xpebui

CuHapom geneuii 22q11.2

Annasig Mo3onucToro Tina

CuHgpom Biui.
BCL11B pedpiunt

ATtakcist ATakcia-TeneaHriekrasis.
3axBoptoBaHHs NofibHe [0 aTakcii-TeneaHriekTaasii.
PNP nediunt

BHyTpilHbOYepenHa kanbumdikaLis CTC1 gedpiumr

linomienixisayis PGM3 gediuut

linonnasis Mo3oyka
(cuHapom Xonpeans — pergapcoHa)

BpomxeHnin guckepatos

[nyxoTa

PeTukynspHui ansreHes.

ADA pediuur.

CHARGE cuHgpom.

Cungpom genedii xpomocommn 10p13-p14 (10p13-p14DS)

[edekt HepBOBOI TPYOKM

FOXN1 pediuynt

EHTepoBipyCHUIN MeHiHroeHLedanit

ArammarnobyniHemis

EHuedanit, cnpuimHeHnit Bipycom Oedpext y wnaxy TLR3
npocToro repneca (Herpes simplex virus)
3aTtpumka po3BUTKY EXTL3 pediyu.

MYSM1 pediunt

KorHiTWBHI NopyLLEHHS
Ta iHTEeNeKTyansHUA aediuuT

[ediunt apeHo3nHaesamiHasn (ADA gediuut).
BCL11B peghiunT.

RNF168 pediunT.

CHARGE cuHgpom.

CuHgpom HinmereH.

PGM3 gedpium.

[ediuynt TpaHckobanamiy 2.

SLC46A1/PCFT pedpiunT.

POLD1/POLD2 pediumr.

CuHgpom COHEN

MionaTis [ioweHa

Y naujeHTiB 3 X-34EMIEHOK XPOHIYHOKD rpaHyNeMaTo3Ho XBOPOBOH

Mikpouedpanis

CuHgpom HinmereH.
CuHgpom bray.
Cernunnos gediuur.
Oecpiumnt OHK nirasm 1V,
Oedpiumt ORHK nirasm |.
BpomxeHnin guskeparos.
CuHgpom COHEN.
RNF168 gediunT.
MOPD1 pediumt

HepBoBO-M'30Bi NOPYLUEHHS (CKeneTHa
mionaris, rinoTOHis, 3aTPUMKa MOTOPHOIO
PO3BUTKY, HEMEPEHOCUMICTb (I3UYHIX
BMpas Ta aHOMaslbHa BTOMITIOBAHICTb)

Cungpom bapta

[MporpecusHa LepebensipHa AMCEYHKLIS

SAMDIL

Cynomu

[ediunt MeTunex-Tetparigpodonart aerigporeHasun 1 (MTHFD1).
CuHgpowm penedii 22q11.2

TeTpanneris

PNP pediunt

TsxKa HeMpOIHEKLis BUKIKaHa
Neisseria sp

[ediunt KomnnemeHTy (nisHix C-KOMMNOHEHTIB)

LlepebpanbHa iemis

IMyHO-KicTKOBa aucnnasia LWumke
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HEOHATOJIOI'TA

KniHiyHun nposis

Migo3pa Ha NI

Annasis TuMyca

TSOKKMIA KOMBIHOBaHMI iMyHOAEILNT.

CuHgpom OwmeHa.

[i [xopaxi CUHOPOM.

TBX1.

CHARGE cuHgpom.

CunHgpom genedii xpomocomm 10p13-p14 (10p13-p14DS)

BpompxeHa anonewis Ta gucTpodis HirTis

FOXN1 deficiency

linokanbLiemiyHa TeTaHis abo cyaomm
HOBOHAPOKEHMX

[i Dxopmki cuHapom (cuHgpom genedii 229.11.2).
Hediuynt kanbuiesux kaHanis (ORAI1, STIM1)

Eksema abo eputpogepmis

CuHgpom OwmeHa.

IPEX (imyHHa au3perynsuis, nonieHaoKkpuHonaTis, eHTeponaris,
X-34enneHuit CUHOPOM).

Hediynt MALT1.

CuHgpom Bickotta — Ongpiva.

linep-IgE cuHapom.

CuHapoM HesepToHa (ixTiosndopmHa eputpogepmis,
niHeapHun ixTio3, 6ambykose Booccs)

3aTpumKka BHYTPILLHEOYTPOBHOIO PO3BUTKY

MOPD1 gediyut (ekcTpemanbHa).
IMyHO-KicTKOBa Aucnnasia Lumke.
BpomkeHuin guckepatos.

CTC1 gedbiumr.

GINS1 pediyut.

SAMD9

Nnuesunin gusmopdism

[i [xopaxi CUHOpOM.

Hediuynt Cernunnos, nirasm 1V, etc.
CuHapom HinmereH.

CuHgpom briyma.

STAT3 pediyut (rinep-IgE cunapom).
BCL11B pedpiunt

HeoHaTtanbHi 3you

BCL11B pedpiunt

HeoHaTtanbHui giabet

IPEX (imyHHa ausperynsuis, nonieHAoKpUHoNaTis, eHTeponaris,
X-34enneHui CHOpPOM)

OwmdaniT, BigCTpOYEHE BigdineHHs
nynoBuHK (nisHiwe 40 aHis)

[Oediumt agresii nenkounTis

HE®POJIOI'TA

KniHiyHun nposiB

Mino3pa Ha MNif

AHaTOMIYHI aHOMaUTIi HUPOK Ta CEHOBMBILHX LLNSXIB

CuHgpom geneuii 22q11.2

ATWUNOBWI reMOSTITUKO-YPEMIYHUI CUHOPOM

[Jediumnt komnnemeHTy

[nomepynoHedput Hediuynt komnnementy (C3).
[ediynT dikoniny 3.
IPEX

IgA Hedpponaris Cungpom Bickotta — Ongpiva

HedponaTis 3 HUPKOBOK HELOCTATHICTIO

IMyHO-KiCTKOBa Aucnnasis Wumke

HupKOBI 3aXBOPIOBAHHSA

Cungpom aenedii xpomocomm 10p13-p14 (10p13-p14DS)

OHKOJIOI'TA

Kniniynui nposs

Mipo3pa Ha NI

EBV-nos'a3aHi HOBOyTBOPEHHSA

ATakcig-TeneaHriekrasis.
CuHapowm Bickotta — Ongpiva.
X-34enneHuit nimgonponicpepaTMBHUN CUHAPOM

HPV-nos's3aHi HOBOYTBOPEHHS

Epidermodysplasia verruciformis.
GATA2 pedhiumr.
DOCKS8 gediunt
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KniHiyHun nposis

Migo3pa Ha NI

Neinkos

CuHgpom brniyma

Timcpoma

Rhoh gediunT.

MST1 gediyut.

BickoTta — Ongpiva cuHapom.
CuHapom HinmereH.
Cunapom Briyma.

PMS2 pgedhiunT.

MCM4 pediyu.

Nirasm | gediyur.

rinonnasis xpsLis / BOMOCCS.
AyToiMyHHMI NimcponponidhepaTUBHUIA CUHAPOM.
linep-IgM cuHgpom

[NepenpakoBa opanbHa nenkonnakis

X-34enneHnit BpO[pKeHWU auckepatos Yepes aediumnt [eckepuHy

Pak neviHku

[nikoreHo3 Tuny 16

Pak ToBCTOI KnWKK Ta/abo pak mosky  |PMS2 gediynt
(BKIIOYALOUM CnagkoBy HEMOMINO3HY

KapLMHOMY KULLIEYHWKa)

Capkoma Kanowi OX40 pediynt

YyTnnBiCTb 4O HOBOYTBOPEHb

CuHapom briyma (ageHokapLmMHOMa, NIOCKOKNITUHHWNA pak).

CuHapom HinmereH.

Artakcis-TeneaHriexkrasis.

DOCK8 pediuur.

IMyHOAEMIUMTM 3 LIEHTPOMEPHOK HECTabinbHICTIO | aHOManisiMu
06nmyys, ICF1- ICF4.

rinonnasist XpsiLis / BOMOCCS.

BepyuudopmHa enigepmoanctpodis (KapumHoMa LKipu)

OPTOIIEAISA I TPABMATOJIOITSAA
KniHiyHu#n nposs Mino3pa Ha MM
ApTpuT / apTponaris NFATS pedoiunT.
CINCA / NOMID.
Cungpom Bnay
linepmobinbHicTb cyrnobis STAT3 pediuynt

CenTuyHuit apTpuT

[edilunT aHTUTINO YTBOPEHHS.
IRAK4 / MyD88 / TIRAP gediunt

CkeneTHi aHomanii

STAT3 pediyunT: ckonios, aechopmallist rpyaHoi KniTku, rinepmobi-
MNbHICTb cyrnobis.

PGM3 gedium.

PetukynsapHuin aunsreHes (AK2 gediuut):
AedekT KiCTKOBO-XPSALLOBYX 3'€AHaHb pebep.

LLInmke iMyHO-KICTKOBa AMcnnasis: cnoHaunoenicisapHa ancnnasisi,
AMCNNACTUYHI CTErHa, Manui enicia roniBku CTETHOBOI KICTKU.

linonnasis xpswwis / Borioccs: Aedopmallii rpyaHoI KNiTkK, diikcoBaHa
KOHTpaKTypa MiKTboBMX Cyrnobis, 4OBra ManoroMinikosa KicTka,
KoHyconogibHi enichian hanatr.

MYSM1 gediumr.

MOPD1 gediuuT: cnonaunoenidizapHa aucnnasis.

EXTL3 pedpiuuT: nnatmuenoHannis, Kidos, BapiabenbHi ancnnasii ckeneta

MeTadpizapHumn ou3ocTos

rinonnasist XpsiLis / BONOCCS.
ADA pediunt

OcteoneHis / Octeonopos 3 nepeno-
MaMmu KiCTOK

AD-Tinep-IgE cungpomu (cunapom [xoba).
CTC1 gedhiumt

XPOHIYHUIM apTpuUT

[ediuunT aHTUTINO YTBOPEHHS.
Cungpom Bray.

COPA.

CuHgpom geneuii 22q11.2
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OTOPUHOJIAPUHI'OJIOI'TA

KniHiyHun nposs

Mino3pa Ha NI

ATtpesis xoaH, rnyxota

CHARGE cuHgpom

BenodgapuHreansHa HegocTaTHiCTb
3/6e3 po3LenuHu nigHeGiHHS

CuHgpom geneuii 22911.2

MpurnyxysarticTb / rnyxoTa

PeTukynsipHa ausreHesis.

ADA pediyu.

CHARGE cuHgpom.

CunHgpom genedii xpomocomm 10p13-p14 (10p13-p14DS)

MoBTOPHI 260 yCKNagHEeHi CUHYCUTH

[ediuunt aTuTinoyTBOpeHHs

MoBTOpPHI 260 yCcKNaaHEH: OTUTK

[ediynt aTuTiNOyTBOPEHHS.
[edektn haroyntosy

Tsxka HOCOBa KpoBOTEYa

[ediumt agresii nenkouutis Tuny 3

Crpugop Cungpom [i [bxopoxi
OPTAJIBMOJIOI'TA
KniHiyHun nposs Migospa Ha MI[
AHipuais Cungpom OmeHa

linepnirmMeHTaLis Makynm

IMyHO-kicTkOBa Aucnnasis Wumke

Anctpodist CiTkiBKK

MOPD1 pediupnt

KaTapakra

MYSM1 pediunt

Konoboma

CHARGE cuHgpom.
Cungpom KoeHa

KoH'loHKTMBanNbHa TeneaHriekTasis

ATakcig-TeneaHriekrasis

[porpecyBHa XopiopeTuHasbHa AncTpodis

CuHgpom COHEN

PeTuHanbHa TeneaHriektasis

CTC1 gedpiumt

CuHgpom geneuii 22q11.2

FAuMiHb, BrieapuT, KOH'IOHKTUBIT

[edektn tharountosy.
XPOHIYHMI LUKIPHO-CNN30BUIA KaHAMA03

NYJbMOHOJIOI'TA

KniHiyHun nposs

Mino3pa Ha MNif

Abcuec nereHi, nHeBMaToLene

STAT3-acouinosanui rinep-IgE cuugpom

BpoHxoekTaTyHa xBopoba

[ediynTit aHTUTINO YTBOPEHHS.
XPOHIYHMI LUKIPHO-CNN30BUIA KaHAMA03

['paHynbOMM nereHb

XpOHi4Ha rpaHynemaTo3Ha xsopoba.
Rhoh gedpiunT.
3aranbHui BapiabenbHUN iMyHoaediuuT

|[HTeCTUHAMNbHUIA MHEBMOHIT

3aranbHui BapiabenbHUA iMyHOediLNT.

STAT5b pediunt
[HbeKLii, BUKNMKaHI aTUnoBumMu KombiHoBaHi imyHoaediLmMTL.
MikobakTepismu, (Bkntodatoun BLK),  |NEMO gedimr.

AncemiHoBaHWit Tybepkynbo3

XpOHiyHa rpaHynemaTo3Ha xsopoba.

[edext wnaxy IFN-/1L-12.

GATA2 pediumnt (Mono MAC cuHgpom, DCML gediumr).
STAT1 gediynT (QyTOCOMHO-AOMIHAHTHIR).

[ediumt perynaropHoro takropy iHTepcdepoHy 8 (IRF8)

JereHeBui anbBEONSAPHUIA NPOTEIHO3

GATA2 gedpiunt (Mono MAC cungpom, DCML cuHgpom).
CSF2RA gediuur.
[ediunT ageHo3nH gezamiHasun (ADA gediunt)

NereHeBunin acneprinbo3

XpOHiyHa rpaHynemaTo3Ha xsopoba.
AD-Tinep-IgE cungpomu (cuHgpom [xoba)

[THEBMOHIi, OTUTW Ta CUHYCWUTW, BUKMWA
kaHi kancynbHUMK 6akTepisamm

TsOKKi KOMBIHOBaHI iMyHOAE(ILMUTL.
[ediunTi aHTUTINO YTBOPEHHS.

[ediynti KOMNNEMEHTY.

KombiHoBaHi imyHoaediumTh (IL-21 gediumT)
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KniHiyHuin nposs

Migo3pa Ha NI

[MHeBMOHig, BUKNMKaHa Pneumocystis
jiroveci

KombiHoBaHi imyHoaediLmMTL.

CD40L gediyn.

Cunapowm BickotTa — Ongpiva.
AD-Tinep-IgE cungpomu (Cugpom [xoba)

Tsaxki 3aXBOPHOBAHHS NereHb
(MOXNKBO, BIpPYCHI)

NSMCE3 pedpiunt

Baxko KoHTponboBaHa acTMa

CenektnsHui gediumr IgA.
3aranbHuit BapiabenbHWi imyHoaedILMT.
Oediumnt cneyundiyHmx aHTuTIN

PAAIOJIOI'TA

KniHiyHun nposs

Mino3pa Ha MNif

Acnnenis

SAMD?O.
Cungpom IBemapka (GDF1)

AHeBpuamu LepebpanbHux cyanH

AD-Tinep-IgE cuHgpomu (cuuapom Ixoba).
XPOHIYHMI LUKIPHO-CNN30BUIA KaHAMO03

Annasig Tumyca

TSOKKUIA KOMBIHOBaHMI iMyHOAEILNT.

CuHgpom OwmeHa.

[i Dxopmxi cuHapom.

TBX1.

CHARGE cuHgpom.

Cungpom geneuii xpomocommn 10p13-p14 (10p13-p14DS)

eTepoTakcia CuHpgpom Isemapka (GDF1)
lnonnasia Mo3oyka ATakcig-TeneaHriexkTasis
PEBMATOJIOI'TA
Kniniynnn nposs Mipo3pa Ha MM

AyTOIMYHHI LuTONEHIT

3aranbHui BapiabenbHU iMyHoediLNT.

AID (akTvBaTop-iHAyKOBaHa UMTMAMH AeamiHa3a) AediLluT.
PNP nediyur.

LRBA gedhiunT.

IPEX.

CD25 pedpiunT.

AyToiMyHHMI NimcponponidepaTUBHUN CUHAPOM

Backynit MHC knacy | gediyu.
CuHgpom Bickotta — Ongpiva.
ARPC1B geghiunT.
XPOHIYHMI LUKIPHO-CNN30BWIA KaHAMOO3
[lnckoigHui BOBYaK C2 pediunt

MoBTOPHa rapsyka, CeposuT, apTpuT

ABTO3anarnbHi 3aXBOPHOBaHHA

CenTuynnit apTpuT

[ediynT aHTUTINO YTBOPEHHS.
[ediumnt komnnemeHTy (Neisseria sp iHekLis).
IRAK4 / MyD88 gedpiuut

CvHapom nogibHui 4O CUCTEMHOTO
4epBOHOrO BOBYaka

[ediunTt KoMNNeMeHTY (KNnacuyHui Wnsx).
PRKCD (PKC pediumr).
AyToiMyHHMI NimcponponipepaTUBHUN CUHOPOM

CMCTEMHUI YePBOHWIA BOBYAK

C1q gediumr.
C1r pediumr.
C1s pediuuT.
C2 pediuunt

tOBEHINbHMI igionaTUYHWA apTpuUT

[ediynt aTuTiNOyTBOPEHHS.
CuHgpom bray.

COPA.

CuHgpom geneuii 22q11.2
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CTOMATOJIOI'TA

KniHiyHun nposiB Migo3pa Ha NI
AdTO3HMIN cTOMATUT Hentponenia, STAT1 GOF
Bupasku cnn3osoi pota RelA haplosufficiency
linonnasis emani / pekypeHTHW kapiec | CuHapom geneuii 22q11.2
[edekTHe popmyBaHHs 3y6iB, NEMO pediyunt (ektogepmanbHa aucnnasia 3 iMyHogediumtom).
KOHIYHi 3y6m IkBa pediunT (ekTogepmansHa gucnnasia 3 iMyHoaeqiunTom)
36epiraHHs nepeuHHOrO 3yb6Horo psgy | STAT3 gedoiuwt (rinep-IgE cuHapom)
MiKpOLOHTIS IMyHO-KicTKOBa Aucnnasia Wumke
HeoHatanbHi 3ybu BCL11B pedpiunt
[NepeppakoBa opanbHa nenkonnakis | X-34enneHuit BpOKeHW anckepatos Yyepes aediumt [eckepuHy
TsKKe ypaxeHHs NepiofoHTY HewTponewis.
[ediunT agresii nenkouuTis.
XpOHiyHa rpaHynemaTo3Ha xsopoba.
CuHpgpom [NaninoHa — Jledpespa / cuHgpom Xaima — MyHka

OCHOBHI IPUHIIMIIA ITPOBEJAEHHSA 3AMICHOI TEPAIII
IMYHOI'JIOBYJIIHAMH

Bepudikaris giaraosy I/ € migcTaBoro s HETaHOTO BHU3HAYCHHS TaKTUKHU
JikyBaHHs. 3riiHO 3 HakazoM MO3 Ykpainu Big 31.12.2021 Ne 2952 "IIpo 3atBepa-
xkeHHs CTaHmapTiB MEIUYHOI JOMOMOTH «JliarHOCTHKa Ta JiKyBaHHS TEPBHHHHX
IMyHOZ1e(DIUTIB»" ICHYIOTh CYBOP1 KpUTEPIl 1010 MPOBEACHHS 3aMICHOI Teparlii, sIK1
MMOBUHEH 3HATH KOKEH MPaKTUKYIOUH JIiKap:

1. Ilepen moyaTkoM Teparii peKOMEHIYEThCS TIEPEBIPUTH PEAKIIiI0 Ha TMpernapar,
32 BUHATKOM BHIAJIKIB araMmario0ymiHeMii abo HeBIAKIaHUX CTaHIB.

2. JlikyBaHHSI IMyHOIJIOOYJTIHOM € OOOB'SI3KOBHMM Il BCIX MNAI[IEHTIB 3 araMma-
rnoOyninemiero (piBens 1gG < 2 /).

3. [lanieHTaM 13 rinoraMmaryiooyJaiHeMI€0, HU3bKOK a00 BIACYTHBOIO MPOAYK-
mieto cnenudiuyanx 1gG Ta miaBUIEHOI0 CIPUIHHATINBICTIO 10 1HMEKITH (BIMOBITHO
no kpurepiiB ELVIS) Takox npu3HagatoTh 3aMiCHY Teparmio.

4. Tepamiss Moxke OyTH PO3IVISHYTa y TAIlI€HTIB 3 TIMOraMMarjio0yiHEMIE0
(manpuxnan npu 3BIJI) Ta mopyieHHIMH IMYHHOT PETYJISIIIii, 0COOJIMBO 32 HASBHOCTI
IMyHOCYTIpecii, HaBITh O€3 MiJIBUILIEHOT CXHJIBHOCTI A0 1H(EKIIIH.

5. 3amicHa Tepanisi TaKOK MOXke OyTH 3aCTOCOBaHA MpH rinoraMMmarjioOyniHemii
Ta CXUJIBHOCTI 710 1H(DEKIIIH, HaBITh KO NpoayKiis cnenudiuyaux IgG nocratHs.

6. Y pasi gedimury migknaciB [gG1-3 3 iH(EKIIHOI0 CXIWIBHICTIO, Tepallis IMyHO-
TJI00YJITHOM PO3TIIIAETHCS, SIKIIO MPO(UIAKTHKA aHTHO10THKAaMU OyJia Hee(heKTUBHOIO.

7. lpu nedinuTi IgA, cenextuBHomy nedinuti IgM abo 1301p0BaHOMY A€PIIUTI
IgG4, 3a ymoBHU ajekBaTHOI mpoAykiii cneuudiuanx antutin 1gG, 3amicHa Tepartis
HE BUKOPHUCTOBYETHCS.

8. Ilpu xoMOiHOBaHUX IMyHOAEMIIIUTAX 3aMiCHA Tepallisd HEeAOCTaTHS; MalllEHTaM
NOTpiOHE HAMPaBJICHHS 0 CHEIIai30BaHOI0 IEHTPY IS T1arHOCTUKHU Ta JIIKYBaHHS
(y Tomy uuci nns TT'CK).
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9. Ilpenapatu NMOJIIBAJIGHTHUX IMYHOIJIOOYJIiHIB Pi3HUX BUPOOHMKIB € €()eKTHUBHO
€KBIBaJIEHTHUMU.

10. BHyTpilIHbOM s130B€ BBEJICHHS MOJIIBAICHTHUX IMYHOTJIOOYJIIHIB ISl 3aMiCHOT
Teparii He PeKOMEHY€ThCSI.

11. TligmkipHe BBEACHHS CIEHIAIbHO PO3POOJEHUX ISl I[HOTO TIperapaTiB
IMYHOTTIOOYIIiHY €KBIBaJICHTHE BHYTPIIIIHBOBEHHOMY.

12. MicsuHa pm03a iMYHOTJIOOYJIIHY OJIHAKOBa JUIs 000X IIUISXIB BBEICHHS
1 KOPUTYETHCS 1HIMBIAYaJIbHO, BpaXOBYIOUH CXUJIbHICTh 0 1H(EKITIH.

13. Jlo3yBaHHS AJI MAIlI€HTIB 3 OKUPIHHAM CIIOYATKy PO3PAXOBYEThCS HA OCHOBI
11eanpHOi a00 CKOPUTOBAaHOI MacH TiJa.

Basicnueo! Ilpu npusnauenni zamicnoi mepanii BBII' abo niowxipHum imyHO-
2N100YITHOM NAYIEHMAM 13 OHCUPTHHAM PO3PAXYHOK 003U BUKTIOYHO HA (hAKMUUHY 6842y
Modice npu3zeecmu 00 HAOMIPHO BUCOKUX KOHYEHMPAyYiti npenapamy 6 niasmi.

OcCHOBHUII NPUHUOMII PO3PAXYHKY /103 IMYHOIJIOOYJiHY AJIsl NALIIEHTIB
3 OKUPiHHAM

e Po3nooin npenapamy’ iMyHOTJIOOYJIHA PO3MNOIUISIOTHCS TIEPEBAXKHO B CYJTMHHOMY
pycili Ta M03aCyAMHHOMY MPOCTOP1 (TKAHUHHIN PiJUH1), a HE B )KUPOBIA TKAHUHI.

e Exonomiuna OoyinvHicms: 3amo0IraHHs HEOOIPYHTOBAHOMY BUKOPHUCTAHHIO
BEJIMKOI KUIBKOCT1 (PJIaKOHIB.

e [Ipogpinakxmuxa yckiaoHens. 3HWKEHHS PHU3UKY TINEpBOJEMIi Ta TOCTPOTO
YpaKE€HHSI HUPOK.

Anzopumm Oiit nikaps

1. Busnaute akTuuHy Bary naii€Hra.

2. Po3paxyiite ineanbny Macy tina (IBW), BUKOpHCTOBYIOUYHM BIKOBI IIEHTHIIBHI
Tabnuii adbo hopmyIiu.

3. Buznaute ckopuroBany macy Tina (AdjBW), skmio ¢gaxtiuuna Bara nepeBuIye
imeanpHy OutbIT HiXK Ha 20 %.

Dopmyna ona pospaxyuxy AdjBW

JIJist mopocuX Ta MiJUTITKIB 4aCTO BUKOPUCTOBYEThCS (hopmyIa:

AdjBW = IBW + 0,4 X (®akTtuuHa Bara — IBW).

lpuxnao: Axwo IBW = 50 ke, a paxmuuna eaca = 90 xe:

AdjBW =50 + 0,4 x (90 — 50)

AdjBW = 66 xe

14. CrapToBa 1032 3aBXKI1 KOPUTYETHCS 1HANBIAYaTbHO, 3aJICKHO B1J] KJIIHIYHOT
BIJIMTOBI/II Ta CXMJILHOCTI 710 1H(eKIid. MoHITOPUHT KITiHIYHOI epekTuBHOCTI Ta piBHA IgG
y CHpOBATIIl KPOB1 MPOBOJAUTHCA KOXKHI 3 MICAIl MPOTATOM IEPIIOTr0 POKY Teparii,

a OTIM IIOHAWMEHIIIe KOXKH1 6 MICSIIIB, SIKIIO piBeHb IgG cTabibHUI.
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BAKIIMHAIIA AITEA 3 IMYHOJAE®IIIUTHUMU CTAHAMU

3 1 ciuna 2026 p. B Ykpaini HaOpaja YMHHOCTI OHOBJICHA pEAaKilisi HaKa3y
MO3 Ne 595 «IIpo mopsimok mpoBeaeHHs npodiakTuyHuX memieHs». Hakaz MO3
VYkpaiau Ne 396 Bin 05.03.2025 € ogauM i3 3acafHAYUX JOKYMEHTIB, 11O BIIPOBAI-
KyBalli MacimTabHy pedopMy CHCTEMH IIEIUIEHb, pPE3yJbTaTH SKOI BHECEHO
B OHOBJIeHUH KaneHaap 2026 poky.

Ileit naka3z odimiitHo 3aTBepauB «CTpaTeriio po3MIMPeHHs] HAWIOHAJBLHOI
nporpaMu imyHizamii 10 2030 poky» Ta BHIC KpUTHYHI IPaBKU 10 1HCTPYKIIIH
3 OpraHi3aiii BaKIiH.

s miteit 13 11 /] onoBnenuii kaneHaap npopiIaKTHUHUX IIEIUICHb Nieperoadae
0COOJIMB1 YMOBH O€3IE€KH Ta CXEMU BBEJICHHSI.

1. 3a0opona Ha )KMBi BAKIIMHM.

[Tpu 6inbiocTi imyHoaedimTiB (0cobmuBo aedekrax T-xmitunuoi jJanku, TKI/I,
arammaryioOysiHeMii bpyToHa) kareropudHo 3a00pOHEHO BUKOPUCTAHHS KUBUX BaKIIHH:

« BIIK (pusuk renepanizoBanoi BIDK-1ndexkrrii);

« KTIK (3a BunsiTKOM ITeBHUX cTaHiB ipu BLJI, ne CD4+ > 15 %);

e POTaBipyCHa BAaKI[MHA.

2. Cnenugika BakuuHauii nporu Bipycy nanijiomu joaunu (BILT).

BignoginHo 1o Hakazy MO3-2026, niBuaram, siki MarOTh NEPBUHHUN iMyHoaedinuT,
BaknuHaris npotu BILJI npoBoauthes 3a 3-103HOK0 €XeMOI0 (3aMICTh CTaHJIAPTHOI
1-m03HO1 111 370pOBHX OJHOJITKIB). BakiuHaiio peKoMEHI0BAHO PO3IMOYHMHATH
sKOMOTa paHiie — 3 9 pokiB.

3. Ilepexia Ha iHakTUBOBaHY noJioMieaiTHy Bakuuny (I11B).

[ToBHa BigMOBa BiJl opanbHOI nosioMieniTHOI Bakiuau (OI1B) y 2026 p. 3HIMae
PU3HK BaKIMHOACOIIOBAaHOro mapaiituyHoro nosioMmienity (BAIIII) y mamieHTiB
13 [1I]] Ta uneniB kontakTHUX 0ci0. Tenep yci 5 103 (y 2, 4, 6, 18 micsauiB Ta 6 pokiB)
npoBoAsaThes Oe3neunoro I11B.

4. PexoMeH10BaHi menyieHHs (1M03a 000B'sI3KOBUM IepPeIikoM).

Jnst giteit 3 iMmyHoaediMTaMU KPUTUYHO BaXJIMBUMHU (X0ua ¥ HE 3aBXKAU
Jep>KaBHUMH) € HACTYITHI BaKI[UHU:

* NHe8MOKOK08a . 00OB'A3KOBA ISl 1€ TPy, OCKUIBKM BOHM BKpail BpasJvBi
710 1HKATCyJIbOBAaHUX OaKTepin.

* MEHIH20KOK06a' OCOOIHUBO MpH Ie(pILNUTI KOMIOHEHTIB KOMIUIEMEHTY.

I'pun: mopivyHO IHAKTUBOBAHOIO BAKIIMHOIO.

3riHO 3 aKTyaJbHUM KaJICHIapeM Ta JOAATKOBUMH PEKOMEHIAIISIMU, CTBOPCHHSI
O€3MEeYHOro emiJIEMIYHOIO0 OTOYEHHS Talll€eHTa (CTPaTeris «KOKOHA») JIOCATAEThCS
IUIIXOM TUTAHOBOI Ta JOJATKOBOI BaKIMHAILII BCIX WICHIB POAVMHU 1HAKTUBOBAaHUMU
npenaparaMmu
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3amicHa Tepamis i BaknuHauia: Ha Qoni BBegaeHHs BBII BakuuHaIis ;xuBUMH
BakimHamu (Hanpukiian KITK) Binknagaerbes Ha 8—11 MicsliiB uepe3 pu3HUK iHAKTUBAITT
BaKI[MHHOTO BipyCy MaCUBHUMH aHTHUTLJIAMHU.

HeoOxianicTh cyBOporo AoTpuMaHHs iHTepBany (8—11 micsmiB) Mik 3aMiCHOIO
Tepari€io Ta 3aCTOCYBAaHHSIM KUBHUX BaKITUH.

Baknunaist npu pizaux tunax [IJ] npencrasnena B maoan. 9.

Tabmums 9
Baknunauisa npu pisaux Tunax ITIJ]
. . . IHakTUBOBaHI .

Tun imyHopediuuTy YKuBi BaKumHm BAKLMHN Ocob6nuBocTi
HOedpiuntu rymopansHoi | Mpotunokasana OlB; KIMK | PekomeHaoBaHi| EQekTUBHICTb OLIHIOETHCS 3a
naHKu Ta BITPSIHKA 3 06EPEXHICTIO KMiHIYHUM CTaHOM, @ He 3a TUTPOM

aHTUTIN (SKLLO MaLieHT Ha 3aMiCHin
Tepanii |G)
T-kniTMHHI Ta KOMGiHOBaHI| KateropnyHo npotunokasail [Jo3soneHi Pn3uK po3BrUTKY BaKLMHOACOLLiNO-
AedekTu BaHWX XBOPOO
Hediunt komnnemeHty | [Jo3BoneHi O60B'33K0BI OcobnmBuMi akLEeHT Ha 3aXuCT Big
Ta ¢harouuTosy iHKanCynboBaHUX BakTepin

CXEMA ICTOPIi XBOPOBU JUTHUHH 3 IMYHOJE®IIIUTOM

[Tix yac kyparlii XBOprX HEOOX1AHO MPABMWIHHO OIIIHUTH CKAprH, AKi Ma€e XBOpa
IUTHHA Ta/abo ii 6aThKH, pETENBHO 310paTH aHAMHE3 3aXBOPIOBAHHS, aHAMHE3 JKUTTH.
CKAPI'H
AHAMHE3 XBOPOBHU

I. PetnauBHI BipycHi 1HQEKIIIT BEPXHIX AUXATbHUX IUISAXIB, 3 pEUUANBAMU

pa3iB OPOTATOM POKY.

TsDKKa a00 TpuBasia IH(EKIlisd TUXATbHHUX IUISIXIB MPOTSITOM POKY.

II. PentunuBHi 6akTepiainbHi iHGEKIT 2 1 OUIBIIE IPOTITOM POKY
1. 3axBoproBanns JIOP-opranis:
— THIIHI OTUTH (TaK, Hi),
— CUHYCUTH (TaK, Hi);
— TalMOpuTH (TaK, Hi);
— (¢poHTUTH (TaK, Hl);
— eTMmoinuTtu (Tak, Hi);
— mactoinutu (Tax, Hi).
2. 3aXBOPIOBaHHS HIDKHIX JTUXAJTbHUX IUISXIB:
— THEBMOHIs (Tak, Hi);
— OpoHXIT (TakK, Hi);

— (dopMyBaHHS OpOHXOEKTa31B (TaK, Hi).
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3. 3axBOpIOBaHHS LIKIPH:

— mioaepmis (Tak, Hi);

abcuecu (Tak, Hi);

— omdamir (Tak, Hi);

— QypyHKyIHO3 (TaK, Hi).
4. TuBa3uBHI iH}EKITIT:

— OCTeoMIENIT (Tak, Hi);

— cericuc (Tak, Hi);

MEHIHTIT (TaK, Hi);
— TIEpUTOHIT(TaK, Hi).
5. XpoHiuHi iH}EKIIT CEUOBUBITHUX IUISAXIB (TaK, Hi).
6. XpoHIYHUN PEIUANBYIOYNI CTOMATHT (TaK, Hi).
7. Indekuii, cnpyyuHEH1 ONOPTYHICTUMHUMHU Ta HE3BUYATHUMU MIKpOOpraHi3MaMHu:
— IIMB (tak, Hi);
— reprnec (Tak, Hi);
— Bipyc Enmreitna — bapp (tak, Hi);
— xJlamifii (Tak, Hi);
— MikoIu1a3Ma (Tak, Hi);
— TOKcOILJIa3Ma (Tak, Hi);
— THEBMOIMCTA (TaK, Hi).
8. Kanaunos:
— pOTOBOI MOPOKHUHH (TaK, H1);
— TmKipu (Tak, Hi);
— CTpaBOXo.y (TakK, Hi);
— TeHepai30BaHui (Tak, Hi).
9. ls1yHKOBO-KHIIIKOBHUIi TPAKT:
~ XpoHivHa Jiapes (Tak, Hi);
~ CUHAPOM ManbabcopOIii (Tak, Hi);
— J1AMOJ1103, TIIO0 BXKKO JIKYETHCA.
10. YacTi peuniMBHI reprneTUYHI BUCUIIAaHHS Ha MIKIP1 (TaK, Hi).
A(dTO3HI CTOMATUTH 3 YACTUMHU 3arOCTPEHHIMHU (TaK, Hi).
11. HasBHICTh IEPBUHHUX IMyHOIE(DIIUTIB y ciM'T (Tak, Hi).
12. BaknnHaiasHNI aHaMHE3S:
— 1moO1YHI peakinii Ha >KMB1 BaKIMHAII] (TaK, Hi);
— YCKJIaJTHeHUM TIepeoir.
13. TemmepaTtypa HEB1TOMOT €TioJIOTii (TakK, Hi).

14. Tlepeneceni nutsyi 1HGEKIT 3 YCKIaAHEHHIMHU (Tak, Hi).
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AHAMHE3 ’KUTTA

1. lutuHa Bij SKOi 3a paxyHKOM BariTHOCTI , 3 YCKJIaJHe-

HuM / HeyckaaaHeHuM nepebdirom (tokcukosu, TORCH indexkiii, onepariii, Mmeanka-
MEHTO3HA Teparris).
2. [lepion HOBOHAPOHKEHOCTI

3aKpuyaia

MPUKJIAJCHA 10 TPyACH

CMOKTAaHH

BUIIMCAHA 3 MOJIOTOBOT0 OYJMHKY Ha 100y,

KOBTSIHUIIA

BIIMA/IIHHS ITYTIOBUHHOTO 3aJIUIIKY

(HopMma 1o 14 ni6; 3arpumka > 30 116 — migo3pa Ha LAD-1)

3aXBOPIOBAHHS HA MEPIIOMY MICSIIl KUTTS BUT'OJIOBYBaHHS:

A. Ilpupoane no
b. ltyune no

B. 3mimane 110

JlaH1 00'eKTUBHOTO OTJIA 1Y (0COOIUBOCTI):
Di3HYHUN PO3BUTOK:

— 3aTpUMKa POCTy (TaK, Hl)

— O3HaKkH mnporepii (Tax, Hi)

— KOPOTKOHOTA KapJIMKOBICTh (TaK, Hi)
AHoMautii Gi3UYHOr0 PO3BUTKY: TAK/HI:
Hucmopdizm obmmyyst:

— «rramuHe oonuyus» (cuuapom HiliMereH): Tak/Hi:

— HU3bKO MOCAHKEH1 ByXa Tak/Hi:

— po3IIerHa i JHEeO01HHS: TaK/Hi:

— AHTUMOHTOJIOITHUM pO3pi3 OUYEH: TaK/Hi:
AHoMAUTIL:

— CKeJIeTa: 4eperl, TPy/IHa KJITKa, KIHIIBKU, CYyTI00U

— BHYTPIIIHIX OPTaHiB

— HEPBOBOI CUCTEMU

— CEPUEBO-CYAUHHOI CUCTEMU

— JIUXaJabHOI CUCTEMHU

— KT

— CEYOBHJILIILHOT CUCTEMHU

— CTATEBOI CUCTEMU

— E€HIAOKPUHHOI CUCTEMU

— KPOBOTBOPHOT CUCTEMU
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Jlimpoinna TkaHMHA: MUTIAJIUKHU Ta IepudepuyHi JIMQPOBY3IIH:
— BiacyTHI (Tak/Hi))

— rimormuiasis (Tak/Hi)

rinepruiasis (Tak/Hi)
— niMmdanaeHomnaris (Tak/Hi)

— 301IblLIEH], SIK1 TPYNH

ATtakcis 3 6iiedapuTom 1 TeneanriekTasii (Tak, Hi)
®doTodobis (Tak, Hi)
Boaoces:

— TOHKE (TaK, Hi)

— JsaMmke («0aMOyKoBe») (Tak, Hi)

— ajomneris (Tak, Hi)
IMirmenTanis:

— ayb0iHI3M (TaK, Hi)

— BITWJITO (TaK, Hi)

— TelleaHriekTasli (Tak, Hi)
Exk3ema Baxka, 3 paHHIM J1e0I0TOM (TaK, Hi)
BoponaBku (1o Bchomy Tinty, 6arato) (Tak, Hi)
['inomasis XpsuiB, BOAOCC

HusbkopocmicTs (Tak, Hi)

PoxoBia tuTuHn

JlaTa HapoKEHHS

Anpeca
bareko JlaTa HapoKeHHS
Maru Jara napojpkenns

JoxaTkoBi BitomMocTi Mpo poaHYiB He BKa3aHi HA cXxeMi
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OB'€EKTUBHUN OorJis1J1 XBOPOI'O
1. 3araigpHuil cTad

2. Crarypa

3. kipa

HIT'TI, BOJIOCCS

BUIMMI CIIM30B1 000JIOHKHA

MIIKIPHO->KUPOBUH 11ap

4. Jlimpartuuna cucrema (nepudepiitai 1imMbOBY3IH, MUTTATUKH)

5. M's130Ba cucremMa

6. KicTtkoBa cucrema

7. Opranu IuxaHHA

OTJISAN

nepKycis

ayCKyJIbTallis

8. CeplieBo-CyIMHHA CUCTEMa

MeXI1 BIJIHOCHOI CeplEBOi TyMOCTI

TOHH CEPIS

9. I[lopokHuHa pota: 3you

10. Opranu TpaBiieHHS:

SA3HUK

JKUBIT
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aJibIaris

[EYiHKA

nedekarris

11. Cenesinka

12. Cuctema ceuoBUIIJICHHS: CEYOBUITYCKAHHS

cumnToM [lacTtepHanbkoro

13. 30BHiNIHI CTaTEeBl1 OpraHu

14. HepBoBa cuctema: mapesu, atakcii

MEHIHTE€AIbHI CUMITTOMHA

15. IlcuxiuHa cepa, CBIIOMICTh

KoHTakTHICT, KOMYHIKa0EIBHICTh

16. EntokpuHHa cucTemMa, MopyleHHS 0OMIHY
[[uTomoai6Ha 3am03a

17. Opranu 4yTTiB

3oBHilIHI MposiBH Ta cuHApPOoMAaIbHI popmu ITI/]

[laHi o6cTeXeHHs

MonepeaHin giarHo3

KniHiyHa kapTuHa LibOro CTaHy XapakTepuayeTbCst TPIagok OCHOBHUX O3HaK:

1. MpupomxeHi Baau cepua (BpomxeHi aHomanii 6yosu cepus).

2. Tinonapatupeoignam (3HmkeHa YHKUiS napawuTonodibHux 3anos,
L0 NPU3BOAMUTb A0 rinoKanbLieMIT).

3. TunoBi pucn 06nnyys (cneundiyHi AMCMOpIYHI 03HaKM)

Cwngpom [i Dxopoxi

1. XonopHi abecuecwm.

Lis o3Haka HanbinbLL xapakTepHa ANns CUHAPOMY rinepiMyHornobyniHemii E
(cunppom [xoba).

XonopgHi abcuecu: rHiiHi yTBOpPeHHs (3a3BM4ai CTainoKOKOBI), AKi He
CYNPOBOMKYIOTECA KNACMYHUMM O3HaKaMW 3anareHHs (MOYepBOHIHHS, Xap),
OCKINbKM MOPYLUEHUA XEMOTAKCUC HENTPOMINIB He J03BOMSE M ePEKTUBHO
MirpyBaTi o Micus iHdbekwii. MoBITPsiHA KicTa NereHi.

lnep-IgE-cuHapom
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[aHi o6cTexXeHHs

MonepepHin giarHo3

2. XpoHi4yHun rpaHynemaro3 (XI).

Lis 03HaKa € YaCTUHOIO YCKNaaHEHb, WO PO3BUBAKTLCS NPY XPOHIYHUX Nere-
HEeBMX IHeKLiAX y NaLieHTiB i3 NOpyLUEHHAM (haroLumTapHOi QyHKLT.
XpOHiYHUA rpaHyneMaTos: nauieHT CTpaxaalTb Big PEeLMAMBYHOYMX
IH(DEKLLi, CNPUYMHEHUX KaTanasa-no3vTUBHUMM OpraHiaMamu (Hanpuknag
Aspergillus fumigatus). XpOHiYHe 3amaneHHs nereHb iHOAI NPWU3BOAWTD
[0 YTBOPEHHS NereHeBuX rpaHynboMm, ski MOXYTb Nporpecysaty Ao abclecis
Ta, B OKPEMMX BUNagKkax, f0 NOBITPSHKX KiCT (NHeBMaTouene)

MoBinbHe abo BiACYTHE 3ar0EHHs MYNKOBOO 3anNLLKY € BaXNWBOK PaHHBOK
KMiHIYHOK 03HaKOK, 0COBNMBO Y NOEAHAHHI 3 IHLLUMMW CUMMTOMaMW

HOediunt excnpecii  monekyn
agresii (nenkouuTapHuin agre-
3uBHUM pedpiumt, LAD-1).

Eksema

CunHpgpom Bickotta — Ongpiva

ATtakcia-teneaHriektasis (AT)

Cunpgpom Jlyi-bap

AnbGiHi3M LKipy Ta oven

Cungpom Yepiak — Xiraci

AHomanii KinbkocTi Ta aHoManii hopmm po3BUTKy pebep

[edekT ageHo3nHae3aMiHa3m

[MoegHaHHA XPOHIYHOTO YpaKEHHS LUKIpWM Ta CrM30BMX OOONOHOK rpubamu
poay Candida nopyLueHHsMI 3 GOKy EHLOKPUHHOI CUCTEMM (EHAOKPUHOMATISIMM)

XPOHIYHMIA
KaHaMao3

LUKiPHO-CIN30BUIA

IOIEPEJIHI BUCHOBOK
Ha ocHOBI KJIIHIYHHUX O3HAK 3amiO3pPEHO HASBHICTh IMYHOJE(IIUTHOIO CTaHY:
LIC:
MIEPBUHHOTO
BTOPUHHOIO

[lepenbauyBanuii 1edeKT IMYHITETY:
— HepocraTHicTh TyMOPaIbHOTO IMYHITETY

HepocraTHICTh KIIITUHHOTO IMYHITETY

KOMOIHOBaHa IMYHOJIOT1YHA HEIOCTATHICTh

JHedext MmakpodaraibHO-parouTapHOi CUCTEMU

HenocratHicTh cHCTEMH KOMITJIEMEHTY

BropunHa iMyHOJIOT1YHA HEOCTATHICT.

HactynmHuMm eramnom J1arHOCTUKHU € IHTEpIpeTallis 1ab0paTOPHUX JOCIIIKEHb,

30KpeMa IMyHOJIOT1YHUX.

VY pasi migo3pu Ha I1I]] mabopaTtopHa AlarHOCTHUKA MOBUHHA OYyTH MOCIIIIOBHOIO:

0a3oBa — 3arajJbHUM aHaJi3 KPOBI, MpOTEIHOrpamMa, BU3HAUYCHHS PiBHS IMYHOIJIOOY-

niniB (IgM, 1gG, IgA, IgE) B cupoBartiii kpoBi, aHaiiz Ha BIJI-indexitiro.
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JlonaTkoBi MeTOIH 00CTEKEHHS:
JlabGopartopHi:

[HcTpymMeHTanbHi:

Koncynpraiii ¢axiBIiiB:

OOrpyHTYBaHHS JIarHO3Y 3 YpaxyBaHHSM JI0JaTKOBUX METO/1IB OOCTEKEHHSI:

KimiHiyHu# q1arsos:

PexomennoBani MeToau Bepudikailii aiarHosy:

Kon 3a MKX

MPUKJIAJU JIATHOCTUKHU AEAKUX IMYHOIE®ILUTIB Y JITENA

1. Ipukaaa BCTAaHOBJIEHHS AiarHo3y: AramMarJ/io0yJainemMiss BpyrTona.

Xnomuuk M., 3 poku. baTbku MarTh CKapru Ha HAsSBHICTh PELUIUBYIOUUX
3amaJIbHUX THIMHUX BOTHUII 1H(EKIIIT MPOTATOM 2 POKIB KHUTTS.

/laHi anHaMHe3y

Xnomuuk Big Il BariTHOCTI, sfiKa TpoOTiKajda Ha TJI TeCTO3y, 3-X IMOJIOTIB
y TepMiHi 40 TokHIB. Maca Tina npu HapokeHH1 3800 r. V nepio1i HOBOHAPOIKEHOCTI
He XBOpiB. OTpUMYBaB IrpyJIHE BUTOAOBYBAHHS 0 1 MICSIS )KUTTS. 3 EPIIUX MICSIIB
KUTTS TUTUHA CTPAXKJAa€ HA ATOMYHUNA JEepMaTUT 3 1H(IKYBAaHHAM, PEIUIUBYIOUI
['P3, mueBMOHIi. YV 5 MICSIIB XJIOMYUK MEPEHIC CaTbMOHENbO3, KU YCKIIAIHUBCS
TOCTPUM THIMHUM MaparnpoKTUTOM; JIIBOOIYHUHN THIMHHUKA cepeaHiit otut. Y 2,5 poku
TUTHHA TiepeHecaa 1HQEeKIIHHO-aJepriuHiil apTpUT MPaBOro KOJIHHOTO CyIiooa,

roctpuii mieaoHepput. Y 3 poku — ABOOIYHA BOTHMIIEBA IMHEBMOHIS, YCKJIaJHEHA
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npaBoOIYHUM (HIOPUHOZHUM TUICBPUTOM. 3a 2 MICSI MICHA OXy>KaHHS — TOBTOpHA

JIIBOOIYHA ITHEBMOHIS.
IOMEPITH Y
PaHHBOMY BIITI

momMep y Biill 1o 1 poky
BiJI THEBMOH11

PoaoBia nuTunn

JlaGopaTopHi iMyHOJIOTiYHI NOKA3HUKH

BiamiueHo 3HMKEHHS IMYHOTJIOOYJIIHIB BCIX KJIACIB BiJl HAPOHKCHHS:

 cupoBatkoBuil IgG — pizke 3umxenHs: < 100-200 mr/mi (3HaYHO HUKYE HOPMU
VIS BIKY);

o cupoBatkoBi IgA, IgM, IgE — npakTuuHO HE BU3HAYAIOTHCH;

e TOCTBAKUMHAIBHI cenu(pivHI aHTUTLIA BIJCYTHI;

o B-mmpormmru (CD19+ abo CD20+) — noBHICTIO BIJICYTHI y NiepueprudHiii KpOB;

e T-mmdorutu (CD3+) — KIIBKICTh HOPMaJIbHA;

o cmiBBigHomenus CD4+/CD8+ — nHopmainbHe.

I'eneTnyHe 10CiIKEHHA . BUSBIICHA MATOTCHHA MYTaIlisl B Te€HI TUPO3UHKIHA3H
Bbpyrona (BTK) na X-xpomocowmi.

Takum 4YMHOM, Ha MiJCTaBl KOMILIEKCHOTO aHaJli3y JIaHUX, 1[0 BKJIIOYAB:

1. AHaMHECTHYHI J1aH1 Ta KJ1HIYHE CIIOCTEPEKECHHS:

¢ HASIBHICTbh PEIUIMBYIOYMX 3allaJIbHUX THIMHUX BOTHUII 1H(EKIIIT;

e HASIBHICTh BUIMAJIKIB CMEPTI POJUYIB Y pAHHBOMY IUTUHCTBI Bij] THIMHUX 1H(DeE-
KIIi# (110 BKa3y€e HA TCHETUYHUN XapaKTep 3aXBOPIOBAHH);

e KJIIHIYHE CTIOCTEPEIKCHHS JUTHUHU B IMHAMIII].

2. JJabopaTopHO-1HCTPYMEHTAJIbHI JaHI:

¢ IMYHOJIOTIYHUN CTaTyC: pi3Ke 3HWKEHHA BCIX KIACIB IMYHOIJIOOYJIiHIB
Ta 3MEHIIEHHSI PIBHS TJI00YIiHIB y CUPOBATL KpOB1 y 6 pa3is,;

e TCHETUYHE OOCTEXKCHHS: BHSBJICHHS MYyTallli, XapakTepHOI Il X-34erieHOl
araMMarjio0ysiHemii.

BcraHoBieHo ocTaTouHui AiarHo3: MEpBUHHHUM iMyHoaedinut: X-3uerieHa
rinoramMarioOyninemiss (xBopoda bpyrona) (D80.0), yckiagHeHUH XPOHIYHUM
OpOHXITOM 1 OPOHXOEKTATUYHOIO XBOPOOOIO.

JlikyBaHH4: peryispHa imyHo3amicHa Teparis BBII™ i3 po3paxynky 300400 mr

Ha 1 xr macu Tia 21-28 1HiIB.
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2. lIpukian BcTanoBJeHH AiarHo3y: Cunapom aktuBanii PI3K-6 1 Tumy.

Hisunnka JI. Ckapru: 30UIbIIEHHS KUBOTA (3 HApPOJKEHHs), IIYMHE JAMXaHHS
(3 1,5-piuHoro BiKy), 30iableHHs JiMGAaTUYHUX BY3JIB, Kalllellb, JUXOMaHKa, SKi
BUHHKJIM HA TI1 ipuiiomy 1iedmogokcumy 10 mr/kr/mo0y.

Anamue3. Big Il HopManbHOi BariTHOCTI MaTepi, 110 MPOTiKajga Ha T aHeMil,
3 aBiHI. [ BariTHICTE — 310poBa AiBunHKA. [lojoru I, missxoM Mm1aHOBOTO KECapeBOTro
po3TuHy Ha 38 TwxkHI. Maca Tina npu HapokeHHI 2290 r, nokuHa Tiia 51 cwM.
Bunucana Ha 3-10 100y. BaknunoBana BIJK, mpotu renatuty B (63 ycknagHeHs).

Ha gpyromy wMicsmi mepeHecia: TOCTpHA TeMaTOTCHHHH OCTEOMIETIT JBOI
BEJIMKOTOMUJIKOBOT KICTKH, (pJIeTMOHA TOMIJIKOBOCTOITHOTO CYyTJI00a, BTOPUHHA TTOJi-
CErMEHTapHa CENTHYHA MTPAaBOCTOPOHHS THEBMOHIS, TeMaTOCIIEHOMETaTisl, pe3uIyalibHa
eHuedaomaris.

6 mic — anemis (H 88—92 /1), posmineHa sk nedinuTHA, renaToCTUICHOMETaTis,
30UTBIIIEHHS! BHYTPIIIHBOYEPEBHUX JTIM(OBY3IIIB.

7 mic — Briepie BctaHoBieHO XpoHiyHuid BipycHuil renatut C (PHK HCV nerar.).
JI1arHOCTOBaHO TepPIETUYHY MIKCT-1H(EKITIIO.

1-2 poku — reMomiTUYHA aHeMisl, TOCTpUil pUHOGMAPHUHTIT, rinepTpodis migHe-
o1aaux murganukis II-111 ct.

2 pokiB 9 Mic — 00'eMHE YTBOPEHHS YEPEBHOI IMOPOKHWUHHU, JIBOCTOPOHHIM
UAHUN TIMpaTEeHIT.

2 pokiB 10 mic. [Hiarno3: Jlimpoo6nactaa mimpoma?

ImyHoricTOX1MIs TIMPOBY3IIB: peakKTUBHA (DOTIKYISIpHA TlIEepIUIasis.

2 pokiB 11 mic — cTadsIOKOKOBUIA a0cIiec B AUTSHIT ITYTIKa.

2 pokiB 11 mic. [liarHo3: AHewmis Tspkkoro crymneHs. JlimdomnpomidepatuBae
3axBoproBaHHs (MimMdpoma?). XpoHIUHUM aAeHOTOH3WNIT. ['ocTpuit puHOGMApPHUHTIT.
[uTomneHis (JIedKkoneHis, TSHKKa HEUTponeHis, Tshkka aneMis — HB 64—74 r/n, tpom6o-
nurorneHis 91-100 r/m).

3 pokiB 1 Mic — JiratypHa HOPHIIS MICIIONEPAIHHOTO PyOIIs.

3 poKiB 2 Mic — JIiraTypHa HOPHULIS MiCIIONEepaIiiHoro pyoris.

3 pokiB 3 Mic — mmbomnporideparuBamii cunapom, BED acomiiioBanuii, mpoBeeHo
KapioTUIyBaHHs, KypcoBa Tepartis mpernaparom Rituximab.

3 pokiB 4 mic — mo3aikapHsHa 1BOOIYHA mojicerMenTapna naesmodis, JIH 1 cr.,
BAXKKa aHEMisl.

3 pokiB 6 Mic — TmoO3arocmiTaJibHa JBOOIYHA ITHEBMOHIS; TPABOCTOPOHHS
BEPXHHOUYACTKOBA BOTHUIIEBO-3JIMBHA THEBMOHISI, IHTEPJIOOIT.

3 pokiB 7 mic — mimdonpomidhepaTuBHUIA CUHIAPOM, 10 acomireThesi 3 BED,
3 BUCOKUM pHU3UKOM TiepexoAay B JiMpomy. CrimeHomeranis +12 cum.

4 poxkiB 6 mic — miarHo3: IIpaBoOiuHa MHEBMOHIS, TIOJIIOPTaHHA HEIOCTATHICTD,
KOaryJjornartisi CHoKuBaHHs, Tsbkka anemis (HB 72 1/i), rpomOornuronenis (134 r/n).
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4 pokiB 8 Mic — 1iBOOIYHA BOTHUIIEBA ITHEBMOHISI HUKHBOT YaCTKH JICTEHI.

4 pokiB 10 mic. Brepiiie BCTaHOBJICHO J1arHO3: IMYHOIE(MIIUT, MOB'SI3aHUN 13
3HaYHUM JAedeKToM, HeyTouHeHUM (TimdonpomidepatuBauii cuuapom). Ilepcucryroua
BipycHa iH(pekis. Xponiunuii renatut B ta C. [lo3arocmitanbHa 1iBoOIYHA THEBMOHISI.
Anenoinui Beretamii II-III cr. Iimeprpodis migne6inanx wmurnanukis II-III ct.
Bropunna kapaionatis. MiHiMalibHa MO3KOBa AUC(YHKIIIS.

5 pokiB. HerocrmiTansHa BTOpUHHA MPpaBOOIiYHA BOTHHUINIEBA THEBMOHIS, CEPEIHBO-
BaKkuil mepeOir. Peaktuauil ieBput. [licnszamaneanii qnudy3anii maEEBMOG10pO3.
CymyTHi# 1iarHo3: Jierka rinoxXpoMHa aHeMisl, CHHPOM 3TYIIEHHS KOBYi, ABOCTOPOHHII
CEKPETOPHUN OTHT.

[IpokoHCynbTOBaHA y CHELIATI30BAHOMY MEIUKO-TEHETUYHOMY IIeHTpl. BHCHOBOK:
HE MOXXHA BUKJIIOYUTH OpPraHIYHY aluaypiro, PIAKICHI (GOpMU MOPYIIEHB 13 TPYyMH
XBOpPOO HAKOIMYEHHSI.

IMyHosOT14HI TecTH: cyonomyssii Jimpouutis, imyHornoOymiau, HCT ta daro-
IIUTO3 B HOPMI.

Octaroynum metooMm aiarHoctuku Ty [IJ[, Ha n0 BKa3yroTh 3a3Ha4YEH] BUIIIE
KJIIHIYH1 Ta TapakIiHIYH1 O3HAKH, € TEHETUYHE JTOCITIHKEHHS.

B pe3ynpTaTi reHeTUYHOro OOCTEXKEHHS OYyJO0 BHUSBICHO IMEPBUHHUNA IMYHO-
nedimut — curpom aktusailii PI3K-6 1 tuny y (APDS1), 3ymoBneHnii reTepo3uroTHO0
gof myraiiero B reni PIK3CD.

XapakTepHUMH KIIHIYHUMH O3HaKaMH €: TeHepaii3oBaHa JiMmdaeHomaris,
renaToCIIEHOMETallisl, BayKKa Tinepruiasist JiMEGOTIOTKOBOTO KIJbIA 13 CHHAPOMOM
OOCTPYKTUBHOI'O artHOE, HOAYJISIpHA TiNepIuiasis KUILIEYHUKa, IMyHH1 nuroneHii) (184.8).
JIBoCTOpOHHIN XpOHIUHUH THIMHUN cepenHiil otuT (166.3). XpoHiuHMiA OpOHXIT, CTamdis
3aroctpeHHs (J41). [TaeBmodiOpo3 (J84.1). XpoHiuHuii renaTuT BUCOKOT PEIIiKaTUBHOI
akTUBHOCTI, reHoTuM |b (B18.2). Bipychwuii renatut: HeakTrBHE HociiicTBO HBsAg (BIS.1).
Cunapom OimiapHOro ClIaKy, Kaiabkyiabo3Huil xoseructut (K80.8). Kapiosne
ypaxxenss 3y0iB (K02).

3. llpuxaan BcraHoBJeHHs aiarnody: Cunapom Heseprona.

Hiuunka I'., 4 micami. baTeku 3BepHYIUCS 31 CKapraMH Ha MOCTIHHE MTOYEepPBO-
HIHHS IIKIpU, CUJIBHE JIYIIICHHS Ta MOraHui HaOlp MacH Tija.

Jani anamue3y. Jlutuna Bix | BariTHOCTI, (Pi310J0TTUHUX TOJIOTIB. 3 HAPOKECHHS
BigMidajacs yHiBepcajibHa epUTPOJepMis (IIKipa SICKpaBO-4epBOHA, «IIANal0yay).
IToreperHbO BCTAaHOBIIIOBABCS J1arHO3 «aTOIMIYHUM AEPMATHUT, BaKKa popmay, mpoTe
Ji€TOoTEpamis Ta MICIEBl TOPMOHAIBHI Masl JlaBajM JIUIIE KOPOTKOYACHUU €(eKT.
JluTrHA B141 TOCHITaNI3yBajlacs 3 MPUBOAY CTAPLIOKOKOBOT MOAEPMIi Ta OJHOPA30BO
3 TIMEePHATPIEMIYHOIO JET1ApaTalli€ro.

O006'exTuBHO: 1IKipa AUDY3HO epuUTeMaTo3HA, BKpUTA APIOHUMH JIyCOUKAMHM.
Bomnoccs Ha royioBi Ta 6poBax gyxke piake, KOpOTKe, JaMKe.
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JlabopaTopHi iMyHOJIOTiYHI MOKA3HUKU:

« cupoBaTtkoBuii IgE: exctpemanbno Bucokuii (> 5 000 MO/mn);

« IgG, IgA: nomipHO 3HUkKEHI,

« 3AK: eozunodimis (15 %);

» MIKPOCKOITiS Bostoccs: BusiBiieHO Trichorrhexis invaginata (medopmariist 3a TUIIOM
"6amOyKoBOTO BoOJIOCCS").

I'eneTuuHe nociixxenHsi: BusBieHo myTailiro B reHi SPINKS.

Ocrtarounmii giarno3: IIIJ[: Cunapom Heseptona (D84.8). Ixtiozudopmua
EpUTPOJECPMIs.

JlikyBaHHfI: BHCOKOKaJIOpiiiHA Jli€Ta, TOCTIHE 3aCTOCYBaHHS €MOJIIEHTIB,

MICIIEBI IHT101TOpPH KabIUHEBPHUHY, MPU TSDKKUX 1HDekisix — BBIT.

4. Ilpukaan BcranoBeHHs Aiarno3zy: WHIM-cunapom

Xnomuuk /., 6 pokiB. Ckapru Ha MHOKHHHI OOpPOJaBKH Ha pyKax Ta CTomax, IIo
HE MIAI0THCA JTIKYBaHHIO, PEIUIUBYIOU1 OTUTH.

Jlani anamue3y. JluthHa 3 2-pi4YHOro BIKY YacTO XBOpI€ HA THIMHI OTUTH Ta
cuHycuTH (10 6—8 pasiB Ha piK). 3 4 POKiB 3'IBUIKCA BipyCHI OOPOJIaBKH, KIJIbKICTh
SIKUX MOCTIIHO 3pocTae. B 3arajibHUX aHalli3aX KpOB1 3 PAHHHOT'O JTUTHUHCTBA BUMAKOBO
BUSIBJISUTM HU3BKUM PIBEHB JICUKOIIUTIB.

JlabopaTopHi iMyHOJIOTiYHI IOKA3HUKU:

«3AK: rnuboka HelTporieHis (a0CoMOTHA KUIBKICTh HeUTpodutiB < 500/mK)
Ta JiM(poneHis;

e Mi€siorpama (IyHKIIA KICTKOBOTO MO3KY): SIBUIA MI€JOKAaTEKCUCY (BeJMKa
KUIBKICTh 3pIIMX HEUTPOQIiB 3 0O3HAKAMU JIeTEHepallii, sIKi He BUXOJATh y nepude-
PUYHY KpPOB);

e IMyHOTJIOOYITIHK: TTOMipHA rinoraMMarioOysinemist (3amxenns 1gG).

I'eneTu4He qocaixKeHHs1: BUsBlIeHa MyTallis B TeHi perentopa CXCR4.

Ocrarounnii giarno3: I11J[: WHIM-cuanpom (D82.8). PermauByrounii rHiiHUN
cepeaHiit OTUT. MHOXKMHHUN MaMiJioMaTo3 MIKIPH.

JlikyBanns: tepanis [-KC® (mpemapatu rpaHyJOIMTaApHOTO KOJOHIECTUMY-
morodoro (akropa), peryispue BBeaeHns BBID, cnienudiuni anraronictu CXCR4.

5. Illpuknan BcraHoBJeHHs aiarHo3y: Cunapom BickorTa — OQuapiva.

Xnomuuk C., 8 micsuiB. Ckapru Ha KpUBaBl BUIOPOKHEHHSI, BUCUIT HA HIKIPI,
YacTi MPOCTY IHI 3aXBOPIOBAHHS.

Jlani anamHue3y. 3 mepioJy HOBOHAPOJKEHOCTI BiIMidajiacsi KPOBOTOUYUBICTh
13 3JTUIIKY MYMOBUHU. Y 3 Micslll 3'aBUIacsl BaKKa €K3eMa Ha O0JIMYYl Ta 3rHHax
KIHIIBOK. baTbku MOMITWUIM MOSIBY ApPIOHMX CHHSKIB Ta METEX1 HaBITh MPH MiHi-
MaJbHOMY THUCKY. JIBi4i JIKyBaBCS B CTalllOHAp1 3 MPUBOY KpUBaBoi niapei. Crapiuii
OpaT matepi moMep y Billl 5 POKiB BiJl KDOBOBUIUBY B MO3OK.
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JlabopaTopHi iMyHOJIOTiYHI MOKA3HUKU:

«3AK: Bupaxkena tpomOoruToneHis (40-50 TuCc/MKIT), MIKpOTPOMOOIHMTO3
(3MEHIIIEHHS CepeIHhOTO 00'eMy TpoMOouTiB — MPV);

 IMyHOTpaMa: HU3bKHi piBeHb [gM, Bucokwmii pisens IgA Tta IgE.

I'enernune pocaimkennsi: mytanis B reai WASP (X-xpomocoma).

OctaTounuii xiarno3: I11J[: Cuagpom Bickorra — Omnapiua (D82.0). Tpombo-
uTomneHis. Baxka ek3zeMma.

JlikyBaHHs: TpaHCIutaHTallis remonoeTnuHux ctoBOyposux kiitul (TI'CK), no
nporo — BBII' Ta npodinaktuka kpoBoTey.

6. llpuxkaang BcTaHoBJIeHHsT jAiarHo3y: JleilikonuTapHuii ajare3uBHMM
negimur (LAD-1).

Hisumnnka T., 2 micsii. Ckapru Ha He3aro€HHs MyIKOBO1 paHKH, MOSIBY THIMHUKIB
Ha IIKIpi 0€3 YTBOPEHHS THOIO.

Jani anamue3y. J/lutuna Bix Il BaritHOCTI. [IyrTOBHHHUMN 3aHMIIIOK BiJIIIaB JIUIIC
Ha 45-y 100y >xutTs. Ha micii mynka cpopmyBanacst BUpaska 3 HSKPOTHUHUMH KPAsIMU,
SKa HE TOIThCA, TONPU MICIIEBY aHTUCETITUYHY TEePaIiio.

00'exTBHO. O3HaK KJIACHYHOTO 3alajeHHs (MIOYEPBOHIHHS) HaBKOJIO BUPA3KU
HeMae. Temneparypa tisia peOpriibHa.

JlaGopaTopHi iMyHOJIOTIYHI MOKA3ZHUKH:

«3AK: Bupaxenuii neiikouuto3 (30-50 Tuc/MKI) 3a paxyHOK HEHUTpo(iiB,
HaBITh 1032 MEePI0JIOM rOCTPOi 1HDEKITIT;

e [IPOTOYHA LUTOMETPis: BIACYTHICTH eKkchpecii Monekyn CDI11b/CDI18
Ha IMOBEPXHI JICUKOITUTIB.

I'eneTu4He nocaixkeHHsi: BusBieHo mytaiiro B reri [ITGB2.

Ocrarounmii xiarno3: [1I/1; Jledimur aaresii nefikorwmrie Tun 1 (LAD-1) (D84.8).
Omdanit, 3aTs>KHUN TTEpeoir.

JlikyBanns. TpaHcmiaHTallis KiICTKOBOIO MO3KY, aHTHOAKTepiaJibHA Ta TPOTHU-
rpuOKoBa Tepamisi.

7. Ilpuxjaa BCTAHOBJIEHHS iarHo3y: XpoHiYHa rpaHyJieMaTo3Ha XBOpPooOa.

Xnomuuk /[1., 3,5 poku. Ckapru Ha peruauByrodi abcriecu JTiM(GQOBY3ITIB Ta MEUIHKH.

Jani anamue3y. VY Biul | poky nepeHic rHiMHUN diM(paaeHIT MHUITHOI TPy,
KU MOTpeOyBaB XipypriqyHOro BTpy4YaHHs. Y 3 pOKHU BUSIBICHO a0CIIeC MPaBOi YaCTKU
MEYIHKH, BUKJIMKaHUH Serratia marcescens. Takok TUTHHA CTpaKIae Ha BAXKY (popmy
CTOMATHUTY Ta T1HTIBITY.

JlabopaTopHi iMyHOJIOTiYHI MOKA3HUKU:

e HCT-tecT (TecT i3 HITPOCHHIM TE€TPa30JIi€M): HEraTUBHUM ((paroruT HE 3/1aTHI
BUPOOJISITH aKTUBHI (POPMH KHUCHIO);

emiporoyHa 1uTOoMeTpis (DHR-TecT): BiICYyTHICTH OKHUCITIOBAIBHOTO BHUOYXY
B HeUTpodinax.
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I'enernune gocaiKeHHs: BusBiieHo myTailiio B reHi CYBB (X-3uermiena ¢opma).

Ocrarounnii aiarnmo3: IIIJ[: Xponiuna rpanynemaro3Ha xBopoba (D71).
PenuauByrounii abcriec neyiHky.

JlikyBaHHS: TTOXXUTTEBA MPO(ITAKTHKA aHTHOIOTHKaMHU (TpruMeTorpuM / cyibda-

METOKCAa30J1) Ta aHTUMIKOTHKaMU (1ITpakoHa3011), Teparis iHTepdepoHOM-TaMMa.
TECTOBI 3ABJAHHA /11 CAMOKOHTPOJIIO

1. Bigcytricte B-niMmdoruTiBe B niepudepiiiHii KpoBl € TudepeHIliiHOI 03HAKOIO
HACTYITHOI XBOpOOH:

A. Xeopoou Bpymona.

B. l'inep-IgM cunopomy.

C. 3aeanvhozco éapiabenvroco imynooediyumy.

D. Jepiyumy cybrnacie imynoenobyniny G.

E. Cenexmuenozo oeghiyumy imynoenobyniny A.

2. Jlo mepeBaxxHO siKO1 (pakxiiii OLTKIB CUPOBATKU KPOB1 BITHOCSTHCS aHTUTIIA?

A. Anvgha. D. Jlenema.
B. bema. E. Anvoyminis.
C. I'amma.

3. Bkaxitp nepeBakarounii kiac imyHorno0ymiHiB (Ig) B cupoBaTiii KpoBi:

A. IgM. D. IgE.
B. IgG. E. IgD.
C. IgA.
4. SAxuii 3 knaciB iMmyHornoOymiHiB (Ig) 3maTHUI TPOHUKATH Yepes3 MIaueHTy?
A. IgA. D. IgG.
B. IgM. E. Hemac sipnoi 8i0nosioi.
C. IgE.
5. SIki imyHornoOyainu (Ig) mepiumMu yTBOPIOETHCS i Yac IMyHHOT BiAMOBI i ?
A. IgA. D. IgG.
B. IgM. E. Hemac 8ipHoi 8i0nosgioi.
C. IgE.

6. ImynornoOyninu (Ig) sikoro kiacy BiJioMi M1l HA3BOKO «peariHm»?

A. IgA. D. IgG.
B. IgM. E. Hemae npasunbHoi 8ionogioi.
C. IgE.
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7. Sxuii knac imyHoryioOyniHiB (Ig) mepeBaxae B cekpeTax CIU30BUX 000JOHOK?

A. IgA. D. IgG.
B. IgM. E. IgD.
C. IgE.

8. SIxe 3 HACTYNMHUX TBEPKEHb € MPABUIBLHUM IIOAO IMYHITETY MpHU JOKaJi30BaHIN
BIpyCHIM 1H(EKIIT Ha CIM30BUX 000JIOHKAX?
A. T-xnimunu 6idieparome nposioHy po.ib y IMYHHIU 810N0BI0I OPEaAHIZMY.
B. 3axucm npomu peinghexyii ciuzoux 060710HOK 36UHAlIHO HAUOLILU KOPENOE
3 MUMPamu Micyego2o iMyHo2n00yainy A.
C. Cuposamxosi anmumina € 0CHOBHUM PAKMOPOM 8 bOpombOI 3 Yyumu iHpexyiamu.
D.Knimunu namypanwhi Kinepu, 8idicpaioms npogioHy pojib ¥ 8I0N08I0I 0peanizmy,
OCKIIbKU 8OHU BUBHAUAIOMBCS HA CEKPEMOPHUX NOBEPXHSIX NIO YAC GIPYCHOI iH(eKyii.

E. Makpogaeu e knrouosumu knimunamu  imynimemi ciu3o8ux 060J10HOK.

9. Ha BigMiny Bij nepudepuyHux JTiM(GOBY3IiB, Y TEHEPOBUX OJIAIIKAX KUNIKIBHUKA
MICTATBCS] HACTYITHI KIIITHHH

A. T-nimppoyumu. D. M-xknimunu.

B. B-nimppoyumu. E. Jlenopummni knimunu.
C. Makpoghaeu.

10. SIxi KIITHHYU BIIITPAIOTh TOJOBHY POJIb y peati3allii IMyHHOI BIAMOBIII KIIITHHHOTO
TUIy?

A. B nimghoyumu. D. Enoomenianoui KiimuHu.

B. T nimghoyumu. E. Knimunu wikipu.

C. Ax T-, max i B-nimghoyumu.

11. BkaxiTh nMpaBUIbHE BU3HAYCHHS MTOHSTTS aHTUTCHY:
A. Peuosuna, wo 30amua GUKIUKAmMU IMyHHY 8iON0BI0b.

B. Peuosuna, wo 30amua inoykysamu iMyHHY 8i0N08i0b NiC/sL NPUEOHAHHSL 00 HOCIS.
C.Monexyna, wo nocuntoe imyHimem.

D.IlIpenapam ons 3amicHoi mepanii.

E. Cneyugiunuii 6inok, wo cunmeszyemscs y 8i0nogiosb Ha iHgpexyiro.

12. AHTHTeH MOBMHEH MaTH BC1 MepepaxoBaHi BIACTUBOCTI, 32 BUHSATKOM:
A. Aumueennocmi. D. Peaxmusnocmi.

B. Imynozcennocmi. E. Hemace sipnoi ionogioi.

C. Cneyughiunocmi.
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13. ki 3 mepepaxoBaHUX PEYOBUH MAKOTh HAUOUIbIIY IMYHOT€HHICTh?
A. Jliniou. D. Binxu.
B. Hyxneinosi kuciomu. E. Aminokucromu.

C. llonicaxapuou.

14. SIx Ha3uBaAOTHCS HEMIOBHI AaHTUTECHU?
A. Enimonu. D. Jlemepminanmu.

B. Anocenu. E. Hemace sipnoi ionogioi.

C. I'anmenu.

15. Jle noxami3ylOThCsl aHTUTCHH TPYI KPOB1 JIIOUHU?
A. Ha nosepxni epumpoyumis.
B. V cuposamyi kposi.
C. Ha nogepxui epumpoyumie ma 6 cuposamuyi Kposi.
D. B aimdgi.

E. Ha nosepxni netixoyumis.

16. SIxuit TUD peakiiiii TinepYyTIANBOCTI BIAMOBIIa€ BUIIICHHIO MEAIaTOPIB 3 TYYHHUX
KJIITUH BHACIIIJIOK 3B'I3yBaHHs aHTUTeHY 3 IgE?

A. I mun. D. 4 mun.
B. 2 mun. E. 5 mun.
C. 3 mun.

17. 1o necnenu1yHUX (aKkTOpiB 3aXUCTY CIU30BUX 000JIOHOK HaJIEKaTh:
A. Cexpemopnuii imyHo2100yiH A. D. B-nimghoyumu.
B. Imynoenobynin A (IgA). E. Hopmanvuuii 6ioyenos.
C. T-yumomoxcuyni nimgoyumu.

18. BkaxiTh, BMICT SIKMX KJIaCiB IMyHOIJIOOYIIiHIB 3 BIKOM HE 301JIbLTY€ETHCS?
A. Cuposamxkosux IgG. D. Cuposamkosux IgE.

B. Cuposamxkoeux IgM. E. Cuposamxkoeux IgG ma IgA.
C. Cuposamkosux IgA.

19. 3 sxoro BiKy MOYMHAETHCS 3MEHIICHHS MacHu TUMYca 3a (Pi310JI0TTYHUX YMOB?
A. 3 1-20 micsays sicummsi. D. V noxunomy eiyi.

B. 3 nepiodoy cmamesozo dospisanHus. E. Biopasy nicns napooowcenns.
C. V spinomy siyi.
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20. SIxi cupoBaTKOBI IMYHOTJIOOYJIIHU Yy TI€p10J] HOBOHAPOKEHOCTI MOXYTh MaTH
MaTEPUHCHKE MOXOHKEHHS?

A. IgA. D. IgG.
B. IgM. E. Hemac sipnoi 6ionosioi.
C. IgE.

21. KinbKiCTh alnbBEOISIPHUX MakpodariB y HOBOHAPOXKEHOTO:
A. Menwa, nixx y oopociux.
B. hinvwa, nigic y dopocaux.
C. Taxa o, sk y 0opocaux.
D. Ilpasunvroi 6ionosioi nemae.

E. llocmitino 3menutyemucsi npomscom nepuio2o poKy HCummsi.

22. B sikoMy Billi MOKa3HHUK JTeHKOLKTIB B aHammi3i kpoBi 15 x 10°%/M1 Moxe BBaxkaTHCs
HOPMOIO?

A. 1 pix. D. 2 owui.

B. I micayp. E. 3 poku.

C. 1 muorcoens.

23. Jlo sxoro BiKy Bi/ICOTOK JiM(OIUTIB MEPEBUIILYE BIJICOTOK HEUTPOPiTiB?
A. Jlo I poky. D. Jlo 1,5 poxis.
B. Jlo 4-5 poxis. E. Jlo 10 poxis.
C. Jlo I micays.

24. SIxi 3 6inkoBHX (pakiiid HalOUTkIT iIHPOPMATHBHI MPU aBTOIMYHHOMY HPOIIECi?
A. Anvgha 1-enobyninu. D. I'amma-enobyninu.
B. Anvgha 2-2n06yninu. E. 3acanvnuii 6inox cuposamxu Kposi.
C. bema-2nobyninu.

25. SIkuii rOJIOBHUI MEXaH13M BPOJIKEHOTO IMYHITETY MPU TPUOKOBUX TH(DEKIIsAX?
A. Akmueayisn anbmepHamu8HO20 WIAXY CUCTEMU KOMNIAEMEHMY.
B. LJumomoxcuunuii epexm namypanvHux Kinepis.
C. Budinenns yumokinie rimgoyumamu.
D. @acoyumos epubie netimpoginamu ma makpoghacamu.

E. Hemae 8poooicenoco imynimemy npu epudxosux iHgexyisx.

26. TlocTiHdekiitHui IMyHITET IPU KOPY, MOJIOMIENITI, TAPOTUTI HAWYACTIIIIE €:
A. KopomxkouacHum. D. Imynimem ne ymeopoemucsi.

B. Tpusanum. E. Ilacusnum npupoonum.
C. Jlosiunum.
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27. JIo SIKUX TeCTIB HAJICKUTh BU3HAYCHHS KOHIICHTpAllli IMyHOTJI00YyJIIHIB CUPOBATKH
KpoBi kiaciB A, G, M?

A. Pozwupenux mecmis 05 0iacHOCMUKYU KOMOIHOBAHUX IMYHOOe@iyumis.

B. Cxpuninecoeux mecmie ons oiacnocmuxu Oeghexmis anmumineymeopeHHs.

C. Tecmis Ons ananizy akmusHOCMI KOMNAEMEHM) .

D. Tecmis na oegiyumny anemiro.

E. Tecmie nepwioeo pisns ons oyinku T-KaimunHOi 1anuKy iMyHimemy.

28. 1 mieruieHHs TpoTH AU Tepli BAKOPUCTOBYIOTh.
A. Boumi yini mikpoopeanizmu.
B. Anamoxcunu.
C. Cknaoosi wacmunu MiKpoOpeaHizmie.
D. Kusi gipynrenmui wumamu.
E. ’Kusi nocnabneni wumamu.

29. JInst meruieH s TpOTH KPaCHYXH BUKOPUCTOBYIOTB!
A. Buympiwnvom'szoee 66edenHs 6OUMUX MIKDOOP2AHIZMIE.
B. Buympiwnvom's306e 66e0eH s aHAMOKCUHY .
C. Bhympiwnvom's1306¢e 88e0eH s NONICAXAPUOHO2O KOMNIEKCY 3 OLIKOBUM HOCIEM.
D. llepopanvruii nputiom nociabaenozo Hcuso2o 8ipycy.
E. ITiowxkipne 8sedenns nociabaernoco sHcusozo 8ipycy.

30. Yepe3 nBi roamaum micas BBeAaeHHs BakimHu AKJIII y 4-micsigHOTO XJIOMUMKa
niaBuIIMiIace temneparypa ao 38,3 °C, 3'1BUBCS 3arajdbHUN HECHOKINA. fIKka TakTHhKa
JKaps MPU OISl [IOTO MAIlEHTa Y 5 MiCSIIiB?
A. Bioxknacmu wenneHHs npomu KQuiitoka ma 68ecmu npasyesuti ma oughmepivnuil
AHAMOKCUHU.
B. Bioknacmu wennenns npomu kauiioka i 66ecmu ougpmepiinuil ma npasyesuti
aHamoxcuHu y sHudxiceniu 003i (A/J11-M).

O

Beecmu nonosuny 3euuatinoi 0ozu eaxyunu AK/II.

o

Bioknacmu wennenns 0o 12-micsaunozo 6iky.
E. Bsecmu saxyuny AKJ[Il, pexomenoyrouu npegeHmusHe JiKY8AHHS 3 MeMO0
NoNnepeodCceH s cinepmepmiuHoi peaxyii.
31. Ha MmoMeHT oOCTexXeHHsI TUTUHA 3710poBa, BiK — 10 mic. ¥V 3 Ta 4 micsii JBOpa3oBO
meruieHa AKJIIT, y 8 mic mepeneca mHeBMOHIO. Ik BUNHUTH 3 TTOATBIITNAM MICTIICHHSIM?
A. Bsaogxcamu, wo paniwe nposedene wjenjieHHs empamuio 0ito, 3aH080 NOYAMmMu
mpupaszose wennenus AK/II.

o

IIpooosocysamu eaxkyunayiro, 3pooumu mpeme wennenns AK/I1.

C. Bsaoicamu 0sa wennenHs docmamuim, yepe3 1—1,5 poxy 3pooumu pegakyurayiio
AHII.

IIpooosocumu wennenus AHI1-M anamoxcunom.

mo

Tlooanvwii wenienus npomunoKka3aui.
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32. Ha 2-y no6y micns memienass AK/{IT BakiiHOIO y AUTUHU 3'SIBUIIOCS TT1ABUIIIEHHS
temmiepatypu 110 37,5 °C, Ha Micul 1H'eK1ii — Tpoxu OoJroue yIiiabHeHHs. 3 HalOUTbIIO
BIPOTIAHICTIO 1€ MOKE OYTH PO3LIHEHO SIK:

A. Hopmanvhuti nepebie 8axyuraivHo2o npoyecy.

B. Illopywenns npoyedypu 66edenns 6aKyuHu.

C. linepuymausicmv 00 8aKyuHu, y NOOANLULOM)Y HEOOXIOHO BIOMOBUMUCS 8i0
WenienHsL.

D. Peaxyisa na in'exyiro.

E. Ilocmeaxyunanvhe ycknaoHents y 6ueiioi anapiiakmuino2o ulox).

33. BlJI-indikoani aitu (6e3 kiiniuaux npossiB CHIJly) He MOXyTb OyTH IIETIJIEHI:
A. AKJIII eaxyunoro.
B. 2Kueorwo noniomienimuorno 8akyuHoro.
C. Kopoeoio saxyumoro.
D. Bakyunoiwo npomu epuny.

E. I[Ineemokoxko6010 8akyuHor0.

34. Y TpaBMaToJIOTTYHUHN MYHKT 3BEPHYBCS MIUTTOK 13 pOKIB 3 pBAHOIO PAHOIO KHUCTI.

[IpoTn mpaBusg IUTUHA BaKIIMHOBaHA BIAMOBIIHO J0 BiKy 3a KajeHaapem. Sk ciin
BUMHUTH?

A. Beecmu AIl anamoxcun.

B. Beecmu A/[II-M anamoxcun.

C. Bsecmu npomunpasyesuti iMmyHo2100yiH.

D. Bsecmu AIl anamokcun ma npomunpasyesuil imyHo2n00yuin.
E. He nposooumu nezavinoi npoghinaxmuxu npasysi.

35. 14-piuHuii MIKOJISAP, KATAIOYUCh HA POJIMKOBUX KOB3aHAX Ha MOJBIP'T MIKOJIH, BIIAB
Ta moApsinaB coO1 MKIPy B IUIAHIN KOJIHHOTO cyriioba. Octanue meruieHHs Al
JUTUHA OTpUMaJa y Biri 6 pokiB. SIka iMyHi3ailisi HoBUHHA OyTH MpoBeeHa?

A. AIl anamoxkcunom.

B. AJ[I] anamokcunom.

C. A/[l[I-M anamoxcurom.

D. Ilpasyesum anamoxcunom ma npomunpasyesum iMyHo2100)iHOM.

E. Imynizayis ne nompiona.
36. fIka 3 BakIMH MOXE BHKJIMKATH YCKJIQJHEHHs, SAKIIO Oyle BBEJCHA IUTHHI
3 BPO/PKCHUM KOMOIHOBaHUM iMyHO1eirtuToM?

A. AKJIT eaxyun.

B. Bakyuna npomu xopy.

C. Inaxmuesoeana eaxyurna npomu nojgioMienimy.

D. Bakyuna npomu cenamumy B.

E. IInesmoxoxosa sakyuna.
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37. Bkaxith, sika 3 O10JOTIYHUX PIAWMH CTAHOBUTHh HAWOUIBIIUM PU3UK TpaHCMICii
BIpyCy IMyHOAEDIIUTY JIOJJUHU HOBOHAPOKEHOMY::

A. I'pyone monoko. D. Cnvosu.
B. Chuna. E. Ceua.
C. Ilim.

38. 3 saxum neeKToM IMYHHOI CUCTEMHU HAMOUTBII YaCTO MOEAHYETHCS CEICKTUBHUM
aedimut imyHorioOyniny A(IgA)?

A. Biocymuicmio B-nimghoyumis.

B. Hediyumom IgG?2.

C. Jleghiyumom xomnonenmy xomniemenmy C7.

D. Jlechiyvumom CD4+ nimgpoyumis.

E. Jlepiyumom IgE.

39. B imyHorpami y AuTHHU BigmideHo: cupoBaTkoBuid 1gG — 1,2 1/11, cupoBaTKOBHIA
IgA — 0,01 r/n1, cupoBatkosuii IgM — 0,1 /0, pynxis T-kniTuH — HOpManbHA, QYHKITIS
MapaTUPEOiHUX 37103 — HopMalibHa. [[i10epiTh cuHApPOM abo 3aXBOPIOBAHHS, MPH
SIKOMY I TaTOJIOTIYHUN CTaH 3yCTPIYaEThCSI.

A. Cnaokosa cinocammaznobyninemis bpymona.

B. Cunopom i [ocopooxci.

C. Cunopom Bickomma — Onopiua.

D. Cunopom cinepimynoenobyninemii E.

E. Taockuu kombinosanuil imyHodeghiyum.

40. XBopi Ha 3araqpHul BapiaOeapbHUA iIMyHOIe(DIIUT HAHOLTBIT YyTIUBI J0:
A. Bipycuux inghexyiii.
B. Ingpexyiii, wo euxnuxaromovcs 6ucoxogipyienmuumu OaKkmepisimu.
C. I'pubkosux ingexyiii.
D. lIpocmiwux 36y0Huxis.

E. Inghexyiii, suxnuxanux HympiuiHbOKIIMUHHUMU NAPASUMAMU.

41. BkaxiTh BIK, KOJIM MOXe MaH1(heCTyBaTH 3arajibHui BapiaOeTbHUN IMyHOAEPILHT:
A. 'V 6yov-axomy eiyi.
B. Ilicna cmamegoeco 0o3pisanns, y Opyeiil uu mpemiti 0exaoi Hcummsl.
C. V 5-8 poxis.
D. Bio I oo 3 pokis.

E. V nepwi 6 micayie sccumms.
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42. JIns XBOpHUX 13 3arajJbHUM BapiaOeIbHUM IMyHOACGHIIIMTOM HAMOUIBII TUTIOBUM €
PO3BUTOK:

A. Bupasku 12-nanoi kuwxu.

B. Hooynapnoi nimghoionoi einepniasii monko2o KUWKI6HUKA.
C. I'ocmpoco eacmpumy.

D. I'ocmpozo nankpeamumy.

E. Iloninozy moecmoi kuwixu.

43. ]l kiHIgHOTO TIepediry BubipkoBoro Aedinury miakiacis imyHornooyminy G (IgG)
HaWOLIBII XapaKTePHUM € PO3BUTOK:

A.  Peyuousyrouux baxmepianvHux inghexyit OuUXanbHux wisixie (Omumie, CUHYCUmIs,
NHEBMOHIlL).
Yacmux cocmpux 8ipycHux inghexyiil.
Ilneemoyucmnoi nHeeMOoHii.

Peyuousyrouoi cepnemuunoi ingexyii.

moow

['enepanizosanoeo kanouoo3y ciu308ux 0O0JI0HOK.

44, Sxuil nedexT B IMYHHIM cHUCTEMI JIIOJMHU HaWOUIbII YacTO CYNPOBOKYETHCS
MMHEBMOKOKOBUMHU IMTHEBMOH1SIMU?

A. Heiimponenis.

B. Jlepiyum T-xnimunrnoco imynimemy.

C. Cenexmusnuii oeiyum imyHo2n00yniny A.
D. Jlegpiyum xomniemenmy.

E. Acnnenis.

45. Slxkuii nedekT B IMyHHIM CHUCTEMI JIIOJJMHMA HaWOLIBII 4YacTO CYNPOBOIKYETHCS

1HBa3MBHUMH (POpMaMH KaHAUI03Y, KaHIUAO03HUM YPAXKEHHSIM MEUIHKHU Ta CENE31HKU?
A. Hetimponenis.

B. Jlepiyum T-xnimunrnoco imynimemy.

C. Cenexmusnuii oeiyum imyHo2n00yniny A.
D. Jlegpiyum xomnnemenmy.

E. Acnnenis.

46. SIka HEUTpOIIEHIsI XapaKTePU3YEThCS HAWMEHIIUM PU3UKOM PO3BUTKY BAKKHUX
CUCTEMHUX OaKkTepiaibHUX 1HOEKITIH?

A. Hukniuna netimponenis.

B. Ilicna inmeprypenmuux gipycHux ingexyitl.

C. Cunopom Kocmmana.

D. Cunopom llleaxmana.

E. lumocmamuuna mepanis.
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47. JlimdoreHis € OgHIEIO 3 MIarHOCTHYHUX O3HAK KOMOIHOBaHMX IMYHOJEQIIUTIB,

aJe, sk MPaBUIIO, HE CIIOCTEPITaeThCs MPU:

A. Cunopomi Bickomma — Onopiua. D. Jlegpiyumi aoenosunoezaminasu.

B. Amakcii-meneanciexmasii. E. Pemukynaprnomy ouceenesi.
C. Cunopomi [[i J{orcopoaxrci.

48. SIke 3 TBepKEHB 111010 TSHKKOT0 KoMOiHOBaHOTO iMyHoedirmTy (TKIJI) € He BipHUM?

A.
B.

D.

E.

Ypaxoeyrouu xapakmep cnaokyeanns, TKI/[ xeopitoms minoKu X10nuuxu.
TKIJ], ax npasuio, cynpogooxcyemucs AimgoyumoneHieio, ane icHytomos opmu,
NpU AKUX 3HUICEHHS KITbKOCMI NiMpoyumie He € 3HAUHUM.

OcHosHum KainiuHuM cunopomom y xeopux Ha TKII € peyuousyroui abo
nepcucmyioui inghexyii.

Jlimppoyumonenis, ax npasuno, € 0OHUM 3 nepuiux 1aO0PAMOPHUX NOKASHUKIE,
wo 0oseoiisie 3anioospumu TKI/].

OcHoenum memooom paouxanvrozo aikyeanns TKI/] ¢ TCI'K.

49. Ilpu Tsxkomy komOiHoBaHoMy imyHonedinuti (TKI/]) HOpManbpHa KiTBKICTBH

T-mimM@ouuTIB MOXKE CIIOCTEPITaTUCH:

A.

Ipu X-3uenneniv popmi TKI/ (X-TKI).

. IIpu aymocommno-peyecusniti popmi TKI/].
. IIpu TKIJ], nezanesicro 6io popmu, 3aexcou mae micye T-nimgoyumonenis.

B
C
D.
E

He cnocmepicaemubcs.
YV pazi nassnocmi 6 kposoobicy oumuHu 3HAYHOI KIIbKOCMI MAMEPUHCbKUX
T-nimghoyumis.

50. SIka 3 xapaKTepUCTUK TSHKKOTO KOMOIHOBAHOTO IMyHOIe(hIIIUTY BKa3aHa HEBIPHO?

A.
B.

C.

D.

Jlegpexm KnimunHo20 iMyHImMmemy.

Hepexm eymopanvno2o iMyHimemy, He38aHCAIOYU HA MONCIUBY HASAGHICMb
B-nimghoyumis.

Hegexm xknimunno2o ma 2ymMopanbHo20 iMyHimemy modce Oymu nO8HOW abo
4acmKo80H.

be3 nposedenns mpancnianmayii Kicmxkooeo Mo3Ky 00 2-piuH020 BIKY, 5K
npasuio, 3aKiHYYEMbCsl hpamaibHo.

3aeacou cnocmepieaemvcsi MUMOMe2Aisl.

IIpaBuibHI Bianmosii:

2 3 | 4 5 6 7 8

©

10 | 11 |12 | 13 | 14 | 15 | 16 | 17

AC|B|D|B|C|A|B|D|B|A|D|DJ|C|C|A|E
18 | 19 | 20 | 21 | 22 | 23 | 24 | 25 | 26 | 27 | 28 | 29 | 30 | 31 | 32 | 33 | 34
bp,c¢c,b|A|D|B|D|D|C|B|B|E|E|C|A|B|E
35 | 36 | 37 | 38 | 39 | 40 | 41 | 42 | 43 | 44 | 45 | 46 | 47 | 48 | 49 | 50
c B|A|B|A|B|A|B| A|E|]A | B|C|A|C]|E
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KJ/IIHIYHI 3ABJIAHHA

3aBaanus 1

Anamnes. Xnomuuk, 7 micsmiB. Haaiimos 31 ckapramu Ha 3aJIUIIKY, Kalledb Ta
BHCOKY TeMIlepaTypy. 3 5-MICSYHOrO BIKYy TpHUl XBOPIB HA THIMHMIA OTUT, OUH pa3 —
Ha Ba)XXKy IMTHEBMOHIIO.

00'ekmueno. Giznunuii po3Butok Hk4e 10 nepuentuis. [lanpnyroTbes ayxe
NpiOH1, Maibke HEBIMUYTHI NepudepudHi JiMpaTUyH1 By3ad. MUriaJIukd OpakTUIHO
BIJICYTHI.

Jlabopamopno:

e 3aranpHuii a”ami3 kposi: sgerkonutu — 8,0 I'/n, mimdorutu — 0,8 ['/n (HOpMa
> 2,5 1 1bOTOo BIKY).

«IgG - 0,5 1/n1, IgA — He Bu3Hauvaetbes, IgM — 0,1 /1.

e Pentren OI'K: BiJiICyTHICTB TiHI TUMYCA.

Iuranus:

1. SIxuit HaWOIBII IMOBIPHUMN JIIarHO3 (TPYIa 3aXBOPIOBAHb)?

2. SIxke mocmipKEHHS METO0M ITPOTOYHOT IIUTOMETPIi CITi/T MPU3HAYUTH HETAHHO?

3. Un moxxkna mutuHi npoBoauT BakmuHamito KIIK (kip-mapotut-kpacHyxa)?
OOrpyHTyiiTe.

3aBaanuga 2

Busznaute tun gedekty iMyHHO! CHCTEMHU Ta BKaXITh €JIEMEHT, IO «BHUIAIA€»
3 JIOT14YHOTO PSIY.

Ilpu ob6cmedcenni y OumuHu 6UAGNCHUIl HAOIP MIKPOOP2AHI3MIG.
Staphylococcus aureus, Serratia marcescens, Aspergillus.

Kniniuno: penyuauByrodi abCIieCH MEY1HKU, OCTEOMIENTIT.

IMuranus:

1. Jlnst sIkOTO 3aXBOPIOBAHHS XapakTepHi 111 30y THUKHU?

2. SIxkuii MexaH13M MOPYIICHHS (aroiuTo3y JIEKUTh B OCHOBI ITLOTO CTaHy?

3aBaanus 3

Onuc. Ha npuitomi quTuHa 2 pOKIB 3 PO3MOBCIOIPKEHOIO €K3EMOI0, KA MOTaHO
MJIA€THCS JIIKYBaHHIO. B aHaMHe31 — emi30/ii KpUBaBoi Jiapei Ta rnerexiajibHi BUCHIIN
Ha TOMIJIKaX.

Jabopamopno: tpomOonutonieHnis (40 I'/x), cepenmniii o0'eM TpPoMOOITUTIB
(MPV) 3Ha4HO 3HUKEHHU.

IIuTannsa:

1. Axwmit ITIJI ciix 3amigo3puTu?

2. Slka Tpiajma CUMIITOMIB XapaKTepHa IS [IbOTO 3aXBOPIOBAHHS?

3. Slkuit TUT yCnaaKyBaHHS 1IbOTO CTaHYy?
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3aBaanus 4

bain-rect «Bakumnamis ta ITLI»

OO6epiTh NpaBUIbHY TAaKTUKY JUIS JUTHHM, Y sAkoi micis merienns bBIK y mono-
TOBOMY OYJIMHKY PO3BHHYBCS OCTCOMIENIT, BUKJIMKAHUIA BaKITMHHUAM mTamMmoM M. bOvis.

Bapianmu 6ionogioi:

A. Ile HOpMasbHA peakilisl Ha KUBY BaKI[UHY, JIIKyBaHHS HE TOTPIOHE.

b. ITigo3pa Ha nedekr intepdepon-ramma / intepieiikin-12 oci (MSMD).

B. Ilino3pa Ha cenextuBHuii nedimut IgA.

I'. HeoOxi1HO T€pMiIHOBO MEPEBIPUTH piBeHb KoMIieMeHTy C3.

3aBaaHug 5

3anoBHITh NPOMYCKX B TAOJIMIII JIJI1 BCTAHOBJIEHHS A1arHO3Y:

IHoka3zHuk PesyabTar InTepnperauis Hmogipuuii ITI]T
CD3+ (T-nmimpouurn) |Hopma T-nanka 30epekeHa ?
CD19+ (B-aimpouurn) |0,1 % (pizko 3umxkeni) |BincyrHicts B-xiiTun ?
ImyHor/100y/1iHU Bci kinacu HU3BKI INnorammarnoOymninemis ?

3aBaanns 6

Kniniuna cumyauyina. HoBoHapomkeHa NUTHHA Ha 3-UW JAEHb KUTTSA IoYajia
JIMOHCTPYBATH CyI0MH. PiBeHb Kajbliito B cupoBartiii — 1,6 Mmosib/a (Hopma 2,2—-2,7).
Ha Exo-KI' BusiBneHo nepepuBanHs Ayrd aoptu. [Ipu orisiai: HU3bKO pO3TalllOBaHi
BYIIIHI pAKOBUHU, PO3LIECIIJICHHS M1JHEOIHHS.

Iuranus:

1. SIxkuit reHeTMuHMA nedexT (MiKpojenelis) HaliMOBIPHIIIE CTaB MPUYHUHOIO
1IbOTO CTaHy?

2. YoMy y Takoi TUTUHU MOKe OyTH BIJICYTHS TIHb TUMYCa Ha PEHTT€HOTpami?

3. Axux 3axomiB O0€3MEKH CIi BXXKUTH MPH HEOOXITHOCTI TIEPEITUBAHHS CPUTPO-

1tapHoi MacH 1 qutrHi? (TTiakaska: pu3HK peakilii «TpaHCIUIAHTAT MPOTH TOCTIOAAPSD».)

3aBaanus 7

[TopiBHsliTEe MBa pe3yJabTaTH aHANI3IB XJIOMYUKIB 5 POKIB 3 PEIUANBYIOUYHNMHI
MTHEBMOHISIMHU:

o [Tamtieat A: CD19+ xnituau (B-mimdonutn) — 0,2 %, IgG — 1,2 /1, IgA — 0,1 /.

e [Tartient b: CD19+ xnitunu (B-mimdomurn) — 12 % (wopma), 1gG — 2,1 r/m,
IgA - 0,2 r/m.

IMuranus:

1. XT0o 3 maiieHTiB Mae XxBOpoOy bpyToHa, a XTO 3arajibHuil BapiabenbHUN
iMyHOAEPIUT?

2. Y skomy Bill 3a3Bu4ail MaHi(ectye xBopoda bpyToHa 1 YoMy BOHA HE MPOSB-

JSIETHCS B miepIi 3—4 MicsI )KUTTA?
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3aBaanusa 8

Y IuTUHU 3 PElUIMBYIOUYMMHU «XOJIOJHUMH» aOciecamu Ikipu (06e3 o3Hak
KJIACUYHOT'O 3amajeHHs) Ta rpyOMMHM pucaMH OOJMYYsl B aHalli31 KPOBI BUSIBJICHO
piBens IgE > 2000 MO/mu.

IMuranus:

1. Sk Ha3uBa€THCA LW CUHAPOM?

2. Slka me xapakTepHa o3Haka 3 00Ky CTOMATOJIOTIYHOTO cTaTycy (3y0iB) 4acTo
TPAIUIAE€THCS Y TAKUX TAIlI€EHTIB?

3. Sxuii TUI MOPYIIEHHS! XEMOTAKCUCY TYT CIOCTEPITaeThCs?

3aBnanns 9

JuTuH1 3 aramMmMario0ysaiHeMiero Macoro 20 KT TPU3HAYEHO BHYTPIIIHbOBEHHUI
imyHorinoOyiiH (BBIT') y 1031 500 mr/kr.

IIuranus:

1. SIxi cumntomMu mig 4dac iHGY31i MOXYTh CBIIYUTH MPO PO3BUTOK MOOIUHOT
peaxiiii i sika mepiia Jist MeacecTpH / Jikaps y Takomy pasi?

2. Yu 3axumiae 3aMicHa Teparis IMyHOTJIOOyJiHAMHU BiJl BIPYCHUX I1H(EKIIn
(HampuKIaa rpuIry) Tak caMo €(peKTUBHO, SIK Bl OaKTepiaIbHUX ?

3aBaanns 10

VY marieHTa miTIITKOBOTO BIKY CIIOCTEPITalOTHCS PEIUANBYIOU] €Mi30/I1 MEHIHTITY,
Bukiukani Neisseria meningitidis. PiBHi iMyHOTJIOOYIIiHIB Ta KUTBKICTh JTIM(OIUTIB
y HOpMI.

IIuranus:

1. HedimuT K01 JIAHKW IMYHHOI CUCTEMU CJIiJ] 3aIMi103pUTH?

2. SIkuit CKpUHIHTOBHH TECT (3arajibHa aKTHBHICTH KOMITIEMEHTY) CITiJI IPU3HAYUTH?

IIpaBuibHI Bianmosii:

3aBaanns 1. Tsokkuii kom6inoBanuit imyHonedinut (SCID). Tlotpidna nmporouna
utoMetpis (CD3, CD4, CDS§, CD19, CD16/56). )KuBi BakiiiHA CyBOpO MPOTUTIOKA3aH1
(pu3uK TeHepanizarii).

3aBnanHs 2. XpoHiuHa rpaHyjgemMaTo3Ha xsopooa (XI'X).

3aBaanna 3. Cunapom Bickorta — Onapiva. Tpiana: ekzema, TpOMOOITUTOTICHISI
(MikpolMTapHa), peluIMBYIOUl IHPEKLIi. Y crnaakyBaHHs: X-34eIieHe pelecruBHe.

3aBpanns 4. b (MSMD — Mendelian Susceptibility to Mycobacterial Diseases).

3aBaanHs 5. AramMarinoOysiHemis (xBopoOa bpytona).

3aBnanns 6. Mikponeneriss 22ql1.2. Timomnaszis Ttumyca (medext 3-i Ta
4-1 3s50poBux nayr). [loTpiOHO BUKOPHUCTOBYBAaTH ONPOMiHEHi MpenapaTtu KPOBI,
06 yuukuyTtH PTIIX.
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3aBaanns /. Ilamient A — bpyron (Hemae B-xmitun). Ilamienr b — OBIH
(B-xiituHU €, ane He mpaioTh). bpyTon MaHidectye micis 6 Mic, KOJIM BUMHBA-
IOThCSI MATEPUHCHKI aHTHUTLIA.

3aBnanns 8. Cunapowm rinep-IgE (cunapom Jxo0a). 3aTpumMka 3MiHH MOJIOYHUX
3y0iB Ha MOCTIiHI.

3aBaanns 9. 10 r. [To6iunHi: 03HOO, TOJIOBHUH O1Th, BICHIT; TIEpIIA i — 3yITMHATH
iH(y31t0. 3aMmicHa Tepamis MeHII edeKTHBHA MPOTH BIPYCIB (HeMae creuudiaHoi
maMm'siTi 0 aKTyaJIbHUX IITaMiB Ta IgA Ha CIU30BUX).

3apaanns 10. [ledinur TepMiHAIBHUX KOMIIOHEHTIB KomiuieMeHTy (C5-C9).
Tect — CHS50.

IT'PA®IYHI 3ABJAHHA

3aBaannsa 1

( Call Cros6ypoBa KniTuHa . :
\\\@ i BkaxiTb, Ha sikomy erari (biok 1 um 2)

S

B11I0yBaeThCs AeeKT npu xBopooi bpyrona (XLA)

(Bnok 1)

7
@ Mpo-B-kniTuHa
¥

(Bnok 2)

Hanumnite Ha3By pepMeHTy, nedexT sKoro

3pina B-knituna

CIPUYMHSAE LEN «OJI0K»

Mna3smouut

AHTHUTING

3aBnanns 2. 3'eqHaiiTe MiHIAMU 30yAHUKA Ta HAWOUIBIT XapaKTepHUH JJI1 HbOTO THI

nedinuTy.

30y1HUK (MaTOreH) 3B'a30k 3 /I (Tun nedekry)
Pneumocystis jirovecii Knitnaaunit nedinur (T-nanka)
Giardia lamblia Hedexr anturin (B-nanka)
Aspergillus Hedext paromurozy
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3aBnanns 3. BcTaHOBITH BIAMOBIAHICTE MK MATOr€HETHYHHUM MexaHizmMoM (1-5)
ta Ha3Bow 111 (A-E).

Ne ITaTorenernunuii MexaHizm Bignmosias | Jlitepa Hazga II1JI

1 |TlopymeHHs po3BUTKY 3—4 3510pOBHX
KUIIEHb — arJias3is TUMyca 1 IPUIIUTO-
noAiOHMX 35103 — T-KIITUHHUNA IMYHO-

nedinuT + TinoKaIbIieMis A |Cunrgpom i JIxopmxki

2 |dedexr WAS-6ika — mopymeHHs
IUTOCKENETY JTiM(OIHTIB i TpOMOO-
UTIB — KOMOIHOBaHUH IMyHOAEPIITUT

({ T-xnitun, | Ig) + mikpoTpoMOouuTH B  |Cungpom Bickorra — Onmpiva

3 |bnok no3piBanHsa B-kiiTuH Ha nipe-B
cranii (myrauis BTK) — BigcytHi 3pini
B-nimdonmtit — BifcyTHI iMyHOTIIO0 Y TiHHA XBopoba bpyrona (X-3uemena

(arammarnoOysiHeMmist) C  |aramMmarnoOysiHeMmist)

4 | ledext NADPH-okcunasu y ¢aronurax
— BIJICYTHICTb «KHCHEBOTO BUOYXYy» —
— HE3HMIIEHHA KaTajla3y + O6akTepiit XpoHIYHa rpaHyIeMaTo3Ha

1 Tpu0iB (YTBOpEHHs abCLECiB) D [xBopoba (XI'X)

5 | dedext aaresii 1eHKOIUTIB (MyTaLlist
CD18, B2-inTerpunn) — HeUTpodiau

HE BUXOJATh Y TKAHUHU —> B1JICYTHICTb

o o0 O O O

THOIO, 3aTPUMKA 3aTO€HHS ITYITKOBOT HedimuT anresii 1eMKONUTIB

PaHKH, JIEUKOIMTO3 Y KPOBI E |(LAD)
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3aBaannst 4. BcTaHOBITH BIAMOBIAHICTE MK IMyHHUMH KiaiTuHamu  (1-8)
ta pynkuismu (A—H).
Ne ImyHHa kjaiTHHA Binnosins | Jlitepa DyHkuis
3HUIIECHHS KJIITHH,
1 B-aimdount O A 1H(}IKOBaHUX BipycaMu
(mepdopuH / TpaH3UMH)
[Ipe3enTaris aHTUTEH
2 T-xeamep (CD4+) B P . Y
T-nimdonutam
T-nuTOTOKCHYHMIT ) .
3 ) C [Tpoaykiist aHTUTLI
aim¢pount (CD8+)
) @aronuTo3 OakTepiit
4 NK-kaiTruna D
Ta YTBOPEHHS T'HOIO
Koopaunarisa iMmyHHOT
5 HeiiTpodia E . p‘ . . .
BIJIMIOBIIl Yepe3 [UTOKIHU
Hecnenudiyne 3HUIICHHS
6 Maxkpodar O F Bipyc-iH(]iKOBaHUX
Ta MyXJIUHHAX KIITHH
7 JdenaputHa G daronuTos + npe3eHTais
KJIiTHHA AHTUTCHY
[TepeTBopenns B-kiniTiHN
8 ITnasmouuT H .
Ha KJIITUHY, IO cekperye Ig

3aBaanns 5. 3HaNIITh BIAMOBIIHICTh MK KJIIHIYHUMHU Mapkepamu (1-5) Ta Ha3BaMu
IT11 (A-E).

Ne

Kuiniuni mapkepu

(cHMNITOMM Ta 3HAXIAKH)

BinnoBian

Jlitepa Hassa ITIJ]

Cynomu (TimokanbIliemis), Baga cepiis,

BIJICYTHICTb TiHI TUMYCa

A Cungpom i xopmxi

Ex3ema, TpoMOOIIUTOICHIS

MIiKpOLUTapHa), KpUBaBa jiapes

B Cunapom Bickorra — Onapiva

I'HiliHI OTUTH Ta THEBMOHIT TTiCIA

6 MicsI1iB, BiICYTHICTh MUTIQJTHKIB

XBopoba bpyrona (X-34emniena

C  |aramMmarnoOymiHeMmis)

PenmmauByroui abcriecu nmeviHKu

Ta JereHb (Katanasa + ¢opa)

XpoHiuHa rpaHyjieMaTo3Ha
D [xBopoba (XI'X)

3aTpuMKa BiJMaIHHS TYTTOBUHU

(> 30 nHiB), BUCOKHIT TCHKOIIUTO3

OO000O

E | dedimur anresii neiikorutis (LAD)
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JlomaTok 1
Koau crany a6o 3axsoproBanns. HK 025:2021 «Kaacudikarop xBopod

Ta CNOPiAHEHNX MPODJIEM OXOPOHH 310POB' D)
(Haka3z MO3 VYkpainu Big 31.12.2021 Ne 2952 "TIpo 3arBepmxenns CTaHAapTIB MEAUYHOT JIOIOMOTH
«JliarHOCTHKA Ta JTIKyBaHHS IEPBUHHHUX IMYHOACPIIHUTIB»")

D61.8  IHWi yToYHeHi annacTnyHi aHemii
D70 ArpaHynouuTos, y Tomy Ynchi
[VTAYNiA reHeTUYHUIA arpaHyIoumnTo3
[VTAYNiA reHeTUYHUIA arpaHyIoumnTo3
XBopoba KoctmaHHa
HewTponeHis: BpomkeHa; LuKIivHa
D71 ®yHKUiOHabHI NOPYLUEHHS NONIMOPPHOSAEPHUX HENTPOINIS, Y TOMY YKUCHi:
[eeKT peLenTopHOro KOMAnekcy KnituHHoi MembpaHm [CR3]
XPOHIYHUI (OUTSYMI) rpaHynemaros
D72 [HWi NOpYLEeHHs nenkouuTis
D72.8  IHWi yTOYHEHI NOPYLIEHHS NENKOLMTIB
D72.9 [NopyLUEHHs NenkoLuTIB, HEYTOYHEHE
D76.1 'emodarouuTapHuin nimgoricTioumTos
D80.0 CnapkoBa rinorammarnobyniHemis
D80.2  BubipkoBui gediunt imyHornobyniny A [IgA]
D80.3  BubipkoBui gediynT nigknacis imyHornobyniny G [IgG]
D80.4  BubipkoBui gediynt imyHornobyniHy M [IgM]
D80.5 IMyHoZediLMT 3 NigBULLEHUM piBHEM iMyHOrnobyniHy M [IgM]
D80.6  [ediuut aHTuTIN 3 BIN3bKMM 4O HOPMArbHOTO piBHEM iMyHOTTIOBYniHIB abo 3 rinepiMyHornobyniHemieto
D80.7  TpaHauTopHa rinorammarnobyniHemis y fiten
D80.8 [HWi iIMyHOZEMILMTM 3 NepPeBaXHUM AePEKTOM aHTUTIS
D80.9 IMyHOAEdIUNT 3 NepeBaxHUM LeEKTOM aHTUTIf, HeYTOYHEHWN
D81.0  Tsukkuit kombiHoBaHWI imyHogediuwmT [TKIM] 3 peTUKYNSpHAM AUCreHe30M
D81.1 TsbkKuA kombiHOBaHMI iMyHogediunT [TKI] 3 HU3bKOKO KinbkicTio T- Ta B-kniTuH
D81.2  Tsxkui kombiHoBaHMI iMyHoaediumT [TKIL] 3 HU3LKOK YK HOPMANbHOK KiNbKICTIO B-KkniTuH
D81.3  [edpiumt ageHosnHaesamiHasv [JAL]
D81.5  [ediunt nypuHHykneosuadoctopunasm [MHO]
D81.6  [ediynt Monekyn knacy | roriloBHOr0O KOMMAEKCY FiCTOCYMiCHOCTI
D81.7  [ediunt monekyn knacy Il ronoBHOro KOMMAEKCY ricTOCYMICHOCTI
D81.8  IHwi komBiHOBaHI iIMyHOAEMILMTY (IHLLUIA YTOYHEHNI)
D81.9 Komb6iHoBaHMI iMyHOZeiLnT, HEYTOUYHEHMI
D82.0 CuHgpom Bickotta — Ongpiva
D82.1 CuHgpom [i Dxopoxi
D82.2 IMyHOAEIUWT 3 KAPSIMKOBICTIO 3a PaxXyHOK KOPOTKMX KiHLiBOK
D82.3 IMyHOAEdiIUMT BHACNILOK CNaaKkoBoro AedhekTy, 3yMOBIIEHOro Bipycom EnwTeitHa — bappa
D82.4  CwuHapowm rinepimyHornobyniny E [IgE]
D82.8  IMyHo4e®ILMT, NOB'A3AHMI 3 IHLLIMMM YTOUHEHUMU 3HAYHUMU JedeKTamu
D82.9 IMyHOAEdIUWT, NOB'A3aHU 3i 3HAYHUM LEDEKTOM, HEYTOYHEHN
D83.0  3aranbHui BapiabenbHuit iMyHoLedILUT 3 NepeBaXHUMMU NOPYLLEHHAMM KiNbKOCTi Ta (oyHKLii B-kniTuH
D83.1 3aranbHuin BapiabenbHui iMyHOAEMILMT 3 NEPEBAKHAMM NOPYLLIEHHSMY IMYHOPETYNSTOPHAX T-KNiTUH
D83.2  3aranbHui BapiabenbHuit iMyHoLediuuT 3 ayToaHTuTinamu fo B- ta T-knituH
D83.8  IHwi 3aranbHi BapiabenbHi imyHogediunty
D83.9  3aranbHui BapiabenbHuit iIMyHOLEMILNUT, HEYTOUHEHNI
D84.1 [edekT y cuctemi komnnemeHty, HegoctatHicTb iHribitopy C1 ectepasu [C1- [HI]
D84.8  IHwWi yToYHeHi imyHomediumTy
D84.9  IMyHoAe®ILMT, HEYTOUHEHUN
D89.8  IHwWi yToYHeHi po3naay 3 3any4eHHsAM iMyHHOrO MexaHiamy, He KracugikoBaHi B iHLLIMX pybpukax
D89.9  Posnap 3 3anyy4eHHsAM iMyHHOrO MeXaHiamy, HeyTOUHEHW
E31.0  AytoimyHHa nonirnmaHaynsipHa HegoCTaTHICTb
G11.3  Mo3oukoBa aTakcis 3 nopyLueHHaM penapadii HK
Q78.8 [HWIi yTOYHEHi ocTeOXOHApOAMCNasii
Q82.8  IHWIi yTOYHEHI BPOZKEHi BAaaM PO3BUTKY LLIKIpH
T78.3 AHriOHEBPOTUYHMI HABPsIK
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Jlomatox 2
IIpo BHecenns 3miH 10 Kasienaapst npogiyiakTHYHMX IEIVIeHb B YKPaiHi

(Haka3z MO3 VYkpainu Big 05.03.2025 Ne 396) [12]
https://zakon.rada.gov.ua/laws/show/z0443-25#Text

{Tpug 3ameepoicenns i3 3minamu, enecenumu 32iono 3 Haxazom Minicmepcmea
0XOpOHU 300p08'sa No 525 6i0 24.03.2025}
3wminu Ao ras 1, 2 po3auty Il Kanennapst npodinakTHYHUX 1IETJIEHb B YKpaiHi,

3aTBEPKEHOT0 Haka3oM MiHICTepCTBa OXOPOHU 3/10pOB'st YKpainu BiJ 16 BepecHs
2011 poky Ne 595

['naBu 1, 2 po3ainy Il BuknacTu B Takiit peaakiiii:

1. IllenmyieHHs 32 BIKOM

{A63ay opyeuti 6 peoaxyii Haxa3zy Minicmepcmea oxoporu 300pos'ss Ne 525 6io
24.03.2025}

1) mierieHHsI, SIKI MPOBOAATHCSA 3a PAaxXyHOK KOIITIB Jlep:kaBHOTO OOIKETY
VYkpainu Ta/abo 1HIIKX JHKepes, He 3a00pOHEHUX 3aKOHOJAABCTBOM, a TaKOXK 3a paxy-

HOK T'YMaHITapHO1 JOTIOMOTH:

Bik

Wennewksimporn | 2 | 2 | 4 | 6 | 12 | 18 | 4 | 6 ﬂ';‘*?a 16 .

. . : . . , -13 .| Dopocni

pobu | mic | mic | mic | mic | Mic | poku | pokiB poida pOKiB

lenatuty B1 1-a | 2-a | 34 4-a

[o3a | fosa | gosa [o3a
Ty6epkynbo3y 2 OgHa

[03a

Kawuntoka, 1-a | 2-a | 34 4-a an an an
andbTepii, npasus 3 Jo3a | gosa | gosa [o3a
MoniomieniTy 4 1a | 2a | 34 4-a IMNB

[o3a | Jo3a | gosa [o3a

(INB) | (INB) | (INB) (INB)
[HdpekwiT, cnpnyu- 1-a | 2-a | 34 4-a
HeHol Haemophilus [03a | gosa | nosa [03a
influenzae muny b’
Kopy, enigemiyHoro 1-a 2-a
napoTuTy, KpacHyxu® [o3a [o3a
ManinomasipycHoi OgHa
iHpekyi 7 [03a

! [MaroBi mpodimakTrHi memIeH s aiTell MPOTH TematuTy B mpoBomsThCS v Bir 2 Micsri
(1-a no3a), 4 micsi (2-a 103a), 6 MicswiB (3-s1 m03a) Ta 18 MicsiB (4-a 103a) HE3AIECKHO
BiJl Macu Tina npu HapojukeHHi. llernenHio npotu rematuty B y mepury go0y KuTTs
HiJIATal0Th HOBOHAPO/KEH1 He3aJIeKHO BiJl MAacH Tijia MPU HAPOHKEHI B TAKUX CUTYaLlIfX:

- IKILIO MaTH HOBOHapokeHoro HBsAg «+» (mo3utusHa);

- IKIIO Y MaTepi HOBOHApokeHoro HeBu3HadeHnii HBsAg craryc. Illennennst HoBoHapoa-
YKEHOTO TTPOBOUTHCSI OHOYACHO 3 JAOCHIHKEHHIM cTaTycy Matepi 3a HBsAg. V pasi orpumanHs
HO3UTUBHOIO PE3yJbTaTy B Marepl NpodirakTuka renatuty B y HOBOHApOIKEHOro MpoBO-
JUTHCS SIK Y BUIA/IKY LIETUIEHHs AMTUHHU, HapopkeHoi BiT HBsSAg «+» (mo3utuBHOT) MaTepi;
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- IKIIIO y MaTepi HOBOHAPOHKEHOT0 B aHaMHE31 MaB Miclie JiarHocToBaHuii rematut B ab6o C
(TpOIKOBAaHUI y TOMY YHCII1);

- SIKIIIO MaTH HOBOHAPOJ[KEHOTO Ma€ TO3UTUBHHUNA PE3yiIbTaT JIA0OPATOPHOTO CEPOJIOTIYHOTO
JOCITI/DKCHHS Ha BipycHui renatut C (aHTHTLIA / aHTUTCH);

- BlJI-ekcioHOBaHi1 AiTH; TIepe9acHO HAPOKEHI JIITH;

- IITU 3 HU3bKOIO Macolo Tuia mpu HapopxeHH1 (<2 000 r);

- IKIIIO B CIMEHTHOMY OTOYCHHI € HasBHUN HMOBIpHMIA KOHTaKT 3 HBSAg «+» (MMO3UTHBHOIO)
0c00010 (crIbHE TPOXKUBAHHS 200 JIOTJISAT 38 AUTHHOIO);

- IKIIIO TIPU OOCTEKEHH1 MPOTSATOM aHTEHATAJIbHOTO / PAHHBOT'O MOCTHATAJILHOTO IMEPioNy
BUSBJICHA NATOJIOTIS, SIKA € MMOKa3aHHAM JUISl XIPYpPriuHOTO BTpY4YaHHs / BBEJCHHS Ipena-
paTiB KpOBi;

- CXeMa WIeMJIeHb MAiTeH, SKi moTpeOyloTh OTPUMAHHS J03M BaKIMHU MPOTHU Tenatuty B
y niepiry no0y xwurrs: 0 (1-a 106a, 0-a no3a) — 2 micsi (1-a qo3a) — 4 micsi (2-a g03a) —
6 micsiB (3-s 103a) KUTTS JUTHHA. 0-a 7032 BaKIIMHUA BBOJIWUTHCS B Tiepiini 12 roguH KUTTS
JUTHHUA HE3aJeKHO BiJl MacH Tija. Pa3oM 3 IIemIeHHsM, ajie HE Mi3HIIIE MEePIIOro THXKHSI
JKUTTS, B 1HIY JTUISHKY Tija BBOAUTHCS CreU(IYHUN iIMyHOTI00YIIIH MPOTH TernaTuty B
3 po3paxyHky 40 MO/kr macwu Tina, ane He mexmie 100 MO.

? emnenno 11 npodilakTHKE TyGEpKY/Ib03y IMiUIAoTh YCi HOBOHAPOKEHI AiTH, LIO
HE MaloTh JI0 I[bOTO MPOTUIIOKa3aHb. ll{enneHHs npoBoauThCs uepe3 24 TOAUMHM BiJl HAPOI-
YKEHHS JTO BUIIMCKH 3 MOJOTOBOTO CTAI[IOHAPY BAKIIMHOIO IS MPODIIaAKTUKHA TYOEPKYIbO3Y
(mami — BIPXK). IlepemuacHo HapomkKeH1 IITH, sSKI HApOJMIWCS B CTPOK TecTallli MOHaJ
31 TmxaeHb, Ta NITH 3 HU3BKOIO Baroto npu HapomkeHHi (<2500 r, ane ne <2000 r),
niisraroTh merieHHo bIDK. B iHmoMy Bumaaky meniaeHHs TPOBOIUTHCS MICIIS JOCST-
HeHHs quThHOIO Macu Tu1a 2 000 r.

[ernnenns BIXK HOBOHapOMKEHUM HE TIPOBOIUTHCS, SIKIO 332 PE3yJIbTaTaMH OOCTEKEHHS
B aHTCHATAJIbHUN TMepioJy 4YM MpU MOMNepeAHi BaritHocTi Oyja HapoKeHa JTUTHHA
3 MiJJ03POI0 / IIaTHOCTOBAHUM TIEPBUHHUM IMYHOAE(PIITUTOM, KU € MPOTUIIOKA3aHHSIM JI0
meruieHHs BIDK, abo s Manu Miciie po3BUTOK yCKJIaAHEHHS BijJ BBeIeHHs BakiimHU BIK.
B nanomy Bumanky nurtanHs npo BBeAeHHS BIIK BiaTepMiHOBYeTbCSI 10 KOHCYJbTaIlli
y TUTSYOTO iMyHOJIOTa / OTPUMaHHS Pe3YJIbTaTiB J1a00paTOPHOTO OOCTEKECHHS II0JI0
NEPBUHHOTO IMYHOAEPIIUTY.

Hitu, siki He orpumanu BIDK B momoroBoMy cramioHapi, HOBUHHI OyTH IIEIJICHI SKOMOTa
IIBU/IIE TICasS BUMKMCKHU. [lepen BakiMHAIEO AiTeld BIKOM JI0 2 MICSAIIB, HE MICTUICHUX
BI)K B monoroBomy crarioHapi, MIKipHi TeCTH / TECTH BUBUIBHEHHSI raMMa-1HTEPPEPOHY
HE TIPOBOJISATHCS.

JliTH, IKMM HE BUITOBHMJIOCS 7 MiCAIIB (710 6 MicsiiB 29 NHIB BKIIOYHO), Y pa3i BiJICYyTHHOTO
BIJIOMOTO KOHTAaKTy 3 JIIOJMHOIO, SIKA XBOpi€ Ha TyOEpKYIb0O3, OTPUMYIOThH INEIUICHHS
MpoTH TYOEpKyIho3y 0€3 MomnepeaHboi JIarHOCTUKH TYOepKyJIb0o3HOI 1H(EKIIl MKIpHUMHU
Tectamu / TeCTaMH BUBUIBHEHHS TaMMa-iHTep(epoHy.

JliTaM, KM BUITOBHUJIOCS 7 MICSIIB, IIETUICHHS MPOTH TYOEpPKYJIbO3y MPOBOAATHCS TICIS
HOIEPEeTHOI  TIATHOCTUKU TYOEpKyJIbO3HOI iH(EKIil MKIpHUMHU TecTaMu / TecTamMu
BUBUJIBHEHHS raMMa-iHTep(epoHy B pa3i OTpUMaHHS HETaTUBHOTO pe3yibTary.
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V pa3i npuUAHATTS PIlICHHS 32 Pe3yJIbTaTaMU MPOBEICHHS IIKIPHUX TECTIB / TECTIB BUBIIIb-
HEHHsI raMMa-iHTepgepoHy, MEMIeHHs Mae OyTH MpoBeaeHe npoTsrom 2 micauis. [Ipu nepe-
BUILEHI CTPOKY 2 MicAlli, SIKIIO 3 OyAb-KMX NpPUYHH HICTJICHHS HE OyJIo MpoBeneHe,
BaKIMHAI[ IPOBOJUTHCS ICISA IOBTOPHOIO IPOBEAEHHS IIKIPHUX TeCTiB / TECTiB
BHUBITbHEHHS TaMMa-iHTEepdEpOHYy, ajie He paHille HiX yepe3 6 MICAIIB Bl MOMEPEIHbOTO
iX IPOBEJICHHS.

Bakmunariis npotu Ty0epKynb03y HEBAKIIMHOBAHUM paHIIIE TITAM MPOBOJUTHCA 10 BUIIOB-
HeHHs iM 18 pokiB.

Hitn, mwemneni BIPK, y sxux He copmyBaBcs pyOUHK, IPOTE € TOCTOBIPHE MIATBEPAKEHHS
MPOBEACHHS WICTUICHHS, HE MiIAraloTh MOBTOPHIM BakuuHaiii. He ciing mpoBoautu
MOJAJIbIIlY BaKIMHAIIIIO B JUISTHKY Tula, B siky Oyia BBeneHa bIK, mpunaiiMui npoTsirom
3 micsiB. Oco0IMBOCTI BaKIMHAILIT OCi0, SIKi HE OTPUMAIIN MIETUICHHS BiIMOBIIHO 10 BIKY,
KU 3a3HaueHui B IboMy Kasiennapi, HaBeIeHO B IJ1aBi 2 I[bOTO PO3ILTY.

*Mlemwnenns st npodinaktuku audrepii (), npasus (IT) Ta kanumoka (K) mpoBoasitees
3a Bikom: y 2 micsami (l-a mosza), y 4 wmicsami (2-a mosza), y 6 micsamiB (3-s mo3a) Ta
y 18 micsamiB (4-a 103a).

Jns BakiuHaLii AiTel 32 BIKOM MPOTH KaIUTIOKa MOXYTh BUKOPHUCTOBYBATHCS BaKIIMHU SIK
3 anemrosapauM (gam — AaKJIIT), tak 1 3 miasHOKIITHHEEM (1ami — AK/IIT) kanumrokoBuM
KoMIoHeHTOM. [lepeHecenuii KaluTioK B aHAMHE31 HE € MPOTUIIOKA3aHHSIM /10 BaKI[MHAIIi1
MIPOTH i€l XBOPOOH.

[lermenns mis npodimaktuku nudrepii Ta npasns (II1) y 6 pokiB mpoBOAsSTh aHATOKCHHOM
mudTrepiitHo-nipaBiieBuM (nam — AJIIT). [lemnenns ans npodinakTiky qudTepii Ta mpaBist
(AIT) y 16 pokiB mpoOBOAATh aHATOKCUHOM JU(TEPIHHO-TIPABIIEBUM 31 3MEHIIIEHUM BMICTOM
antureny (mam — AJII1-M). [lepury ruiaHOBY peBakIMHAIIIO JOPOCIUX 3a BIKOM Ta M-
MOKa3aHHSMHU, SIKI paHiie Oynu merieHi, mpoBoasth AJII1-M y Biti 26 pokiB 3 MOJATBIIION
iaHoBoro peBaknmHaiiero AJII1-M koxni 10 pokiB Bij nmonepennboro merniaeHHs AJ[I1-M.
Jns peakumuarii JIIT moxke OyTH BHKOpHCTaHAa BaKIMHA, IO BKJIIOYAE KaILTFOKOBUI
KOMIIOHEHT Ta JI03BOJICHA JI0 BUKOPUCTaHHS B JJAHOMY BIlll, sIka MpuaOaHa 3a OakaHHSM 3a
BJIACHI KOIIITH.

Sxmo ang ekcTpeHoi IMyHONpOQIIaKTUKH MpaBls Oyld0 BUKOPUCTAHO MOHOBAKIMHY
(paBLIeBHI aHATOKCHH), TO JIaHa JI03a HE 3apPaxOBYEThCS K BaKIMHAILIS 3a 1iuM KaseHnapem.
Hacrymui meminenns 3a nuMm KajleHgapem IIaHYROTBCS 3 JOTPUMAHHIM MiHIMAJIBHOTO
1HTEpBaly B 4 THXKHI.

4 Baknunamis gitedt st mpodiTakKTUKY TOMIOMIETITY TPOBOJUTHCS 3a BIKOM: 2 MICAIIl
(1-a mo3a), 4 micsi (2-a mg03a), 6 micsmi (3-1 q03a), 18 micsmiB (4-a 103a) Ta 6 POKiB
(5-a mo3a). s nmpodigaKTHKK MOMIOMIEITY 3aCTOCOBYEThCS 1HAKTHBOBAHA TOTIOMIETITHA
BakimHa (mami IT1B). ITIB mMoke OyTu 3acTOoCOBaHa sIK OKPEMO, TakK 1 B CKJ1aJll KOMOIHOBaHHMX
BakIuH. OcoOIMBOCTI BaKIMHAIIT 0Ci0, K1 HE OTPUMAJIH IIETIJICHHS BIJMOBIIHO /10 BIKY,
KW 3a3HaYeHUH B 1iboMy KaneHaapi, HaBeJIeHO B IJIaBi 2 1[bOTO PO3JILTY.

> [lerenns mans npodinakruxy indekuii, cnpuunaenoi Haemophilus influenzae muny b
(man — Hib-indexist), mpoBomuthes 3a Bikom: y 2 wicsii (1-a mo3a), 4 micsi (2-a 103a),
6 micsiB (3-51 go3a) Ta B 18 micsiB (4-a mo3a) xxutts. [ BakiuHanii gitei g npodi-
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naktuku Hib-iH(exii BUKOPHCTOBYIOThCS IK MOHOBAKIIMHH, TaK 1 KOMOIHOBaHI BaKIMHHY,
mo wmictate Hib-kommonent. [lnaHoBa BakKIMHAIS TPOBOTUTHCS ITAM 110 4 POKIB
11 wmicsiiB 29 nuHiB. Y crapmioMy Birli BakiuHais npotu Hib-iHdekiii mpoBoauThes uiie
3a CTAaHOM 3JI0POB'sl BIATIOBIHO JI0 TJIaBH 4 1IbOTO PO3/LIY 32 OKPEMHUMH MMOKa3aHHIMHU.

® BakimHanis iteit st npoiIakTHKE KOpPY, SieMiYHOro MapoTHTy Ta KPACHYXH IIPOBO-
nuThes y Bimi 12 micsmiB (1-a mo3a) Ta y 4 poku (2-a mo03a).

[lepenecene 3aXBOPIOBAHHS Ha OJIHY YM JIBl 3 BKa3aHUX 1H(EKIH, HE € MPOTUIIOKA3aHHIM
JI0 MICTICHHS 3 BUKOPUCTAHHAM KOMOIHOBaHO1 BakMHH. OCOOJMBOCTI BaKIMHAIII OCI0,
K1 He OTPUMAaJIM IIETUICHHS BiJIIMOBIIHO J0 BIKY, KWW 3a3HaueHUU B oMy Kanenmapi,
HaBEJICHO B IJ1aBl 2 I[bOTO PO3ALTY.

"BaxupHais mpoTH mariioMasipycHoi imgexuii (nam — BILUI) npoBoauThCS AiBYATAM Y BiLL
Bia 12 pokiB f0 13 pokiB 11 micsmiB 29 auiB, nounHatoun 3 01 ciuns 2026 poky, 0THOPa30Bo.
JliBdaTam, sikiiM BUTIOBHIITOCH 14 pokiB micis 01 ciurs 2026 poky, Ta xiomunkam BILT mpoo-
TUThCs BianoBiaHO A0 po3auty I mporo Kanennaps. [liBuaram, siki sxuByTh 3 BIJL, Ta mitsm, siki
TIOCTPAXKIAJTH B1JT CEKCYalTbHOTO HacHiIbeTBa, BILJI cimijt BBoguTH SIKOMOTa paHille, MOYMHAI0YN
3 9 pokiB. BaknmHaris miBuat, sxi kuByTh 3 BLJI, abo MaroTh mepBuHHUI iMyHOAEDIITUT
TIPOBOJIUTHCS 3 BAKOPUCTAHHSM 3-7103HO1 CXEMH BaKIMHAITI1.

BIIJI 3a paxyHOK komTiB Jlep»aBHOro O0r0pKeTy YKpalHU POBOAUTHCS 10 15 poKiB.

{Ab3ay mpemiti i3 3minamu, 6HeceHumu 32i0H0 3 Haxazom Minicmepcmea
0xX0pOoHU 300p08'sa No 525 6i0 24.03.2025}

2) 1IeTUIeHHS, SIK1 He 3a0e3MeUy0ThCsl KOIToM Jlep:kaBHOTO OI0/KETY Y KpaiHu:

Bik
LLlenneHHs npoTu 2 2 4 6 12 | 18 4 6 9 16 :
[pobw | mic | mic | MiC | MIiC | MiC | POKM | pOKIB | POKIB | pOKiB fopocni
[THEBMOKOKOBOI LLlenneHHs npoBOAUTLCS NICNS OCATHEHHS BiKY 6 TUXHIB
iHeKLi !
PotasipycHoi LLlenneHHs nposo-
iHChekwi 2 AMTLCA nicns gocsr-
HEHHSI BiKY 6 TWXHIB
ManinomasipycHoi LLlenneHHs npoBOAUTLCS
iHGhexwi 3 nicns JOCATHEHHS BiKy
9 pokiB
MeHIHrOKOKOBOI LLlenneHHs npoBOAMTLCA BiANOBIAHO 4O IHCTPYKLI MPO 3aCTOCYBaHHS NiKapCbKOro
iHdpekuji 4 3acoby
BiTpsiHoi Bicnn 5 LLlenneHHs npoBOAUTLCS NICNS AOCATHEHHS BiKY 9 MiCsLiB
Mpuny 6 LLlenneHHs npoBoAUTLCS NICNS JOCATHEHHS BiKY 6 MiCALB
lenatuty A7 LLlenneHHs npoBoAUTLCS NiCNs AOCATHEHHS BiKy 12 MicsLiB
Kniwosoro LLlenneHHs npoBoaUTLCS NiCNA AOCATHEHHS BiKy 12 MicAwiB
eHuedanity 8
Kawusoky 9 [N nepBMHHOI BaKUMHaL,i
Ta peBakuuHauii

lenaTuty B10 PaHiwe

HeBaKLUWHO-

BaHi gopocni
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{Tabruya absayy uemeepmoeo i3 3MiHamu, 6Hecenumu 32i0Ho0 3 Hakazom
Minicmepcmea oxoponu 300pog's No 525 6io 24.03.2025}

! Cxemn Bakmmmamii Ta BiK s MPOBEJICHHS INEIJICHh BHU3HAYAIOTHCS BiIMOBIIHO
JI0 THCTPYKIIii TIPO 3aCTOCYBaHHS JIKapChKOTO 3aco0y.

2 3acTocyBaHHS 2-7103HO1 a00 3-/103HOI CXeMH BaKIMHALII] 3aJIeKUTh BiJ] BAKIIMHUA Ta BU3HA-
YaeThCs BIANOBIIHO 0 IHCTPYKLII PO 3aCTOCYBAaHHSA JIIKAPCHKOTO 3aco0y (1S HIETIIEHb
3 BUKOPUCTAHHSAM IT'STUBAJICHTHOT POTaBIPYCHOI BaKIIMHHU 3aCTOCOBYETHCS 3-703HA cCXema
BaKIHaIlii). BikoBi 0OMeXeHHs IS IIeTJIeHb CTAHOBIIATH: 24 THOKHI JJIsI MOHOBAJICHTHOL
pOTaBipyCHOI BaKIMHU a00 32 TH>KHI JUIsl 1T ITUBAJIEHTHOI POTAaBIPYCHOI BaKI[MHHU.

3 Cxemu BaKI[MHALll Ta BIK JUIsl IPOBEACHHS MICIJICHbh BH3HAYAIOTHCS BIAMOBIAHO 10
THCTPYKIIIi PO 3aCTOCYBaHHS JIIKAPCHKOTO 3ac00Y 3 ypaxyBaHHIM T€HJICPHO HEUTPATHHOTO
MiIXO0Y.

* Cxemu BaKI[MHAIll Ta BIK /i TMPOBEJACHHS IMIEIJICHh BU3HAYAIOTHCA BIAMOBIIHO
JI0 IHCTPYKIIT PO 3aCTOCYBAHHSI JIIKAPCHKOTO 3ac00y.

> BakIMHAL[is IPOBOIUTHCS CHPUIHATINBHX 0ci0 (6e3 aHaMHe3y 3aXBOPIOBAHHS abo cepo-
HEraTUBHUX). BakiyHaIis MPOBOAMTHCS 32 CXEMOKO ITOCHIJOBHOTO BBEJCHHS 2-X JI03
3 MiHIMQJIBHUM 1HT€PBAJIOM MK HUMHU 6 THKHIB. 3a00POHSE€THCS BBOJIUTH 2-y 103y PaHIIlIe,
HDK 4yepe3 4 THKHI Micis BBeICHH 1-1 103u.

® [lopoky HamepenoaHi (ONTHMAIBHO) / IPOTATOM CITiAEMIYHOTO CE30HY TPHUILY.

Jlns miTeit BikoM 70 9 pOKiB, SKINO JUTHHA BAKIMHYETHCS BIIEPINE B YKUTTI, HEOOX1THO
BBECTH 2 703U BaKIMHU 3 MIHIMaJIbHUM 1HTepBasioM 4 TkHI. Hamani BakiuHalisi mpoBo-
JUTHCS IOPOKY | 103010 BaKITMHH.

[[lernnmeHHs: MPOTU TPUNY TAKOXK TMPOBOMATHCS BAriTHUM JKIHKaM B OYyIb-SIKUH CTPOK
BariTHOCTI BIIMIOBIIHO /IO IHCTPYKIIi IO MEIMYHOTO 3aCTOCYBaHHS BaKIIMHH.

" BakuumHAI[ST POBOIMTHCS CIPHITHATIMBHX 0Ci6 (6€3 aHaMHE3y 3aXBOPIOBAHHS a00 cepo-
HeratuBHUX). CxeMa BakIMHAIT nepeadavyae BBEICHHS 2 J103. 2-a 1032 BBOJUTHCS B Oy/Ib-
KWW 9ac MK 6 MICSIIMH Ta 5 pOKaMH| ITiCJIsl BBEJIEHHS 1-1 J103M, ONTUMAJIbHO — MiX 6 1
12 micsusaMu micias BBEAEHH 1-1 103U BaKI[MHU.

® Cxema BakuuHawii nependadae BBeeHHS 3 103: 1-a 103a (BuOpaHa gara), 2-a j103a depes
1-3 micsmi micns BBeaeHHS 1-1 1031, 3-51 1032 yepe3 5—12 MicsIiB miciis BBEACHHS 2-1 T103H.
[Tepima peBakIMHALS TPOBOIUTHCS Yepe3 3 poKH Mmicis BBeaeHHs 3-1 mo3u. Hamani peBak-
[IUHAIIS TPOBOJUTHCS KOXKHI 5 POKIB.

Jliig oci6 BikoM noHaj 60 pokiB peBaKIMHALlIS TPOBOAUTHCS KOKHI 3 POKH.

° Bakinna, 1110 MiCTUTh KaIlTIOKOBHH KOMIIOHEHT, JO3BOJICHA:

- JUTsl peBaKIMHAIII] 32 BIKOM B 6, 16 POKIB 3 HACTYIHOIO peBaKIMHALIEI0 KOKHI 10 poKiB;

- NI71s1 BaKIMHAIII1 )KIHOK TIPU KOKHIM BariTHOCTI micist 16 THXKHS TecTartii.

19 Bakumaris IIPOBOJUTHCS CIPUNHATINBUX (0€3 aHaMHE3y 3aXBOPIOBAHHS a00 cepoHera-
TUBHUX) a00 HEBAKIIMHOBAHUX paHiiie oci0. Cxema BakiuHarlii nepeadayac BBEACHHS 3 103:
1-a no3a (BuOpana narta), 2-a go3a depe3 1 Micsip micas BBeneHHs 1-i mo3u, 3-s 103a

yepe3 6 MICAIIIB Mmicisl BBeIeHHs 1-i 103u.
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{A63ay yemeepmuii i3 3minamu, éHeceHumu 32i0Ho 3 Haxazom Minicmepcmea
0xX0pOoHU 300p08'sa Ne 525 6i0 24.03.2025}

2. O00B's13K0BI HIeMIeHHsT 0ci0 3 mMopymieHHsIM nboro Kajgenaaps ta ocio,

siki oTpuMaJu menJienHs 3a KajennapeM iHmmx kpain

{A63ay n'amuu 6 peoaxyii 6 Haxazy Minicmepcmea oxoponu 300pos'ss Ne 525
6i0 24.03.2025}

[lennenns ocid 3 mopyiieHHsM 11boro KajgeHnaaps npoBOAUTHCS 3 JOTPUMAHHSIM

MIHIMaJbHUX 1HTEPBAJIIB.

He cmig po3mounHaTy cepiro BakIMHAILIT CIIOYATKY, SIKIIO OyJia MpoIyIeHa 103a,
HE3JISKHO BiJI TOTO, CKUTBKH Yacy MUHYJIO, SIKIIIO 1HINOTO HE TIepe0adeHo 1HCTPYKITIEO
PO 3aCTOCYBaHHS JIKapChKOro 3aco0y. HeoOxi1qHO BBECTH J03H, SIKUX HE BHUCTAUaE,

3a rpagiKoM 3 TOTPUMAaHHSIM MIHIMAJIBHUX THTEPBAJIB.

{Ab3ay cvomuil i3 3minamu, eHecemumu 32i0no 3 Haxazom Minicmepcmea
oxopoHu 300poe'si Ne 525 6id 24.03.2025}

MiHiMalbHUH IHTEpBAT — IHTEPBAJI, SIKUH JOMYCKAETHCS 10 BBEICHHS BaKIIUHU /

AHATOKCUHY MpPOTH OJHI€l 1 Tiel camoi 1H(pEKHii ocodamM 3 MOPYLWIEHHSM LbOTO
Kanennaps. BBesieHHs ueproBoi 7031 BaKIMHU / aHATOKCUHY 3 MEHIIIMM, HIXK MiHI-

MaJbHUM, ITHTEPBAJIOM HE 3apaxoByeThes. [Ipu BHOOpPI cxeMu BakIMHAIlT HEOOX1THO

KEepyBaTUCA IHCTPYKIIIEIO MPO 3aCTOCYBAHHS JIIKAPCHKOTO 3aC00Y.

Jlns giTedt BikoM Bij 3 MicsriB 10 6 pokiB 11 micsiiB 29 nHiB

LLlenneHHs npoTu

MiHiManbHWIA iHTepBan MiX BBEAEHHAM

[03 BaKUMHN

1-2-a 0o3un 2-3-9 o3n 3-4-a go3n
Kawrioka, [o 1 4 TKH 4 TKHI 6 micsuis
andrepil, POKY
npasus ! Crapue |4 TUXHI 6 micsuis 3a unm Kanenpapew,
1 poky SKLLO iHTEepBan Mix
NnepLLo peBakLmHaLjto
| peBaKLMHaLlilo 3a BiKOM
CTaHOBUTb NoHaj 1 pik
Moniomienity 2 4 TXKHI 4 TXKHI 6 micsuis
lenatut B3 4 TVKHI 4 TKHI
Kopy, enigemiyHoro 4 TVXKHI
NapoTUTy, KpacHyxu 4
[HepeKLiT, CIpUYUHEHOT |4 TUKHI, 4 TVXKHI, 6 micsus,
Haemophilus influenzae |2-a po3a He BBOAMTLCS, | 3-91 403a HE BBOAUTLCS,  |4-a 403a HE BBOAUTLCA,
muny b3 AKWO 1-y [03y BBEAEHO | AKLO 2-y 403y BBEAEHO | AKLLO 3-10 403y BBEAEHO
y Bili Big 12 micauis go |y Bili Big 12 micauis go |y BiLUi Big 12 micsuyis go
4 pokis 11 micauis 29 grie |4 pokis 11 micsis 29 gHiB |4 pokis 11 micauis 29 aHis

TyGepkynso3y

BBoauTbCs 0gHOPa30Bo A0 18 pokis
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Jlns giTedt BikoM Big 7 10 17 pokiB 11 micsmiB 29 qHIB Ta 1OPOCINX

MiHimMarnbHWit iHTepBan M BBEAEHHAM 03 BaKLMHM
LLlenneHHs npoTw .
1-2-a po3n | 2-3-9 no3un PeBakuuHauis

[udptepii, npasus ! 4 TUXKHI 6 micauis HactynHi koxHi 10 pokis abo 3a Lum

KaneHgapem, ane He paHile Hix 1 pik
Moniomienity 2 4 TKHI 4 TKHI 6 micauis
[enatuty B3 4 TUXHI 4 TKHI
Kopy, enigemiyHoro napotury, 4 TKHI
KpacHyxu 4
Tybepkynbo3y 6 BeoaunTbCs 0gHOPa30B0 Ao 18 pokis
ManinomasipyCHoi iHGeKLi 7 BBoauTbea ogHOpasoBo Ao 15 pokis

! Jlns BakumHAIi aiTeit BikoM g0 6 pokiB 11 micsamis 29 auiB npotu audtepii ([1), mpaBis
(IT) ta xanutroka (K) BukopuctoByrotbes sik AaKI, tak 1 AKIIL.

AaK/II, mpunbana 3a 6axkaHHSM OaThKiB, IHIIMX 3aKOHHUX MPEJICTABHUKIB JIITEH 3a BIACHI
KOIIITH, MOXE BUKOPUCTOBYBATHUCH JIJISl MIETUICHD 5K JI0, TAaK 1 MICIs TOCATHCHHS JUTHHOIO
BIKY 7 POKIB, SIKILIO LI¢ HE 3a00pOHEHO IHCTPYKIIIEI0 1O MEAMYHOTO 3aCTOCYBAaHHS BaKLIMHU.

[lerurenns miteit mo poky (Bim 3 MicsiiB 1 10 1 pOKy) pO3MIOUMHAETHCS Y BU3HAYCHUH JICHD
3 IOAAIBIINM JTOTPUMaHHSAM MIiHIMAJIBHHX 1HTEpBaNIB MK 1-f0 1 2-10, 2-10 1 3-10 J103aMH
nioHaiiMeHIe 4 THXHI 3 ypaXyBaHHAM BakKlMHallii 3a BikoM. HacTymHi 103U mIemieHb
BBOJATHCA 3a M Kanengapem.

VY niteri BikoM Big 1 poky mo 6 pokiB 11 micsmiB 29 nHiB, Ikl HE OTPUMAIH KOJIHOTO
mierieHHs s npodinaktuku qudrepii (J1) Ta mpasipt (I1) Ta kanutoka (K), 11 nepBUHHOTO
BaKI[MHAJILHOTO KOMIUIEKCY BHKOPUCTOBYIOTh 3-103HY cxemy BaknuHanii AaKJIIT/ AKIIT
3 TOTPUMAHHSM MiHIMAQJIBHOTO IHTEpBAITY MiX 1-10 Ta 2-10 03aMu 4 THKHI, MIXK 2-10 Ta 3-
10 go3amu — 6 wicsaniB. HactymHa peBakiuHailis 37aidCHIOETBCs 3a UM Kanenmapew,
SKIIO THTEpBaJl MIX 1-10 pEBAKIIMHAIIIIO 1 peBAKIIMHAIIIIO 32 BIKOM CTAaHOBHTH MOHAA | pik.

VY Bumanky, sKio BBeACHHS 3-1 103M BaKIMHU MPUIIAJAa€ HA BIK MICJIS 5 POKIB, IaHa J03a
3apaxoBY€ThCS K pPEeBaKIMHALIS 32 BIKOM B 6 pOKIB. Y BUIAJAKY BBeJIEHHS 3-i 103U paHille
S POKIB MPOBOJSATH PEBAKIIMHALIIIO 32 BIKOM B 6 POKIB.

VY niteit BikoM Bia 7 pokiB 10 17 pokiB 11 micsiiB 29 nHIB Ta AOPOCHHX, SIKI HE OTPUMAIIH
YKOJTHOTO MICTUICHHS 711 MPO(IIaKTUKKA BKa3aHUX 1H(MEKIII, 11 IEPBUHHOTO BaKI[MHAIb-
HOTO KOMIUJIEKCY BUKOPUCTOBYIOTH 3-7I03HY CXEMY BBEJCHHS BAKI[MHU, [0 MICTHTH IPaB-
HeBUil Ta TUQTEpiiHUI aHATOKCUHH, 3 TOTPUMAHHIM MiHIMAJIbHOTO IHTEpBANy MIX -0
Ta 2-10 A03aMu 4 THXHI, MK 2-10 Ta 3-10 J03aMH — 6 MICSAIIB BIJAMOBIIHO A0 IHCTPYKIII1
JI0O MEJTMYHOTO 3aCTOCYBAHHS BaKIIMHH.

AaK/I1, npundana 3a OakaHHSAM 32 BJIACHI KOIITH, MOXXE BUKOPHUCTOBYBATUCH IS ICTIICHb
JIOPOCINX, SIKIIIO IIe He 3a00POHEHO THCTPYKIIIEI0 JI0 MEIUYHOTO 3aCTOCYBAHHS.

s peBaknunanii npotu audrepii () ta npasug (IT) moxxke OyTu Bukopuctana Oynb-ska
BaKIIMHA, 1110 MICTUTH BiJMIOBiIHI aHATOKCHHH, Ta JO3BOJICHA JI0 BUKOPUCTAHHS Y JTAHOMY
Billl 3TIHO 3 IHCTPYKIII€IO PO 3aCTOCYBAHHS JIIKAPCHKOTO 3aC00Yy.

VY pas3i oTpuMaHHs IIEIUIEHHS AUTHHOIO 3a KaneHnapem I1HIIMX KpaiH pPEeKOMEHI0BaHO
MIPOBECTH PEBAKIIMHAIIIIO y 6 POKIB BAaKIIMHOO, 1[0 MICTUThH MpaBLEBUN Ta AUGTEPIHAHUIMA

aHATOKCHHH, KO MHUHYB 1HTEpBaI MOHAA | PiK MICIs OCTAaHHBOI PEeBaKITMHAIII].
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Sxmo iHTEpBaNM MICHS OCTAHHBOI PEBAKIMHAII CTAHOBUTH MEHINE POKY, PEBAKIIMHAIIIS
3apaxOBYETHCS SIK IIETJICHHS 33 BIKOM y 6 POKiB.

2 Ko PeBAKIMHALLIS MPOTH TOTIOMI€NITY 36iraeThcs 3 BIKOM TPOBEICHHS PEBAKIHMHALL
B 6 pOKiB, TIepIiIa peBaKIMHAIIS 3apaXxOBYETHCS K PEBaKIIMHAIIIS 32 BIKOM Y 6 POKIB.

Hlerennss aiteit 3 mopyiieHHsM Lboro KaneHmapsi mpuU3HAYalOThCS JIIKaApeM 3 TaKoro
PO3paxyHKy, 00 TUTHUHA BCTHUIJIA OJEP>KAaTH YOTUPH LICTUICHHS MPOTH MOJIOMIETITY 110
BiKy 17 pokiB 11 MicsiiB 29 nHiB. Y pa3i HEMOXKIUBOCTI OTPUMATH 4 103 BAKIIMHU MIPOTH
MOJIIOMIENITY TUTUHOO 10 BiKy 17 pokiB 11 MicaiiB 29 nHIB BBOASTH CTUIBKU /103, CKUTBKH
JTUTUHA BCTUTHE OTPUMATH JI0 BUITOBHEHHS il 3a3HAYECHOTO BIKY.

[lenieHHs] HE3aJIEKHO BiJ BIKY HPOBOAMTHCS 1HAKTUBOBAHOKO BAKIMHOK MPOTH IOJIIO-
miemity (II1B).

Ocobawm, sKi 1ocariy BiKy 18 pokiB, BaKITMHAILIISI IPOBOAMTHCS 32 €MiIEMIYHIUMHE ITOKa3aHHSIMHU.

3 K10 BaKIMHALISL PO3IIOYMHAETCS Mi3HIMIE 3-T0 MiCSLS KHUTTS IUTHHH, MCTUICHHS TLIaHy-
IOTHCS 3 YpaxXyBaHHSIM MIHIMAJIBHOTO iHTepBally MK fo3amu. Lllermnenns nmpotu remarury B
MIPOBOJIUTHLCS MITSIM 10 AOCSITHEHHS BiKYy 18 pokiB Bakmunaiiis npotu renatuty B BBaxka-
€THhCSl 3aBEPIICHOIO MPU OTPUMAHHI 0CO0O0I0 IOHAKWMEHIIEe 3 meryieHb. Pa3om 3 TuM, mipu
BUKOPHUCTaHHI KOMOIHOBaHOI BaKIMHM, JO CKJIATy SKOi BXOJUTH BaKI[MHA MTPOTH TEIATUTY
B Tta sixa npua6ana 3a 6akaHHSIM OaTHKiB, IHIIMX 3aKOHHHUX MPEJICTABHUKIB JITEH 3a BIacH1
KOIITH, CXeMa BaKIMHAIIT MOXKe TiependayaTy BBeAcHHS 4 103u. B manomy pasi, MiHiMa-
JBHUHM 1HTEpBaJl MIXK BBEJICHHSM 103 BaKIIMHHU MPOTH TenaTuTy B BU3HAYA€THCS CXEMOIO
3aCTOCYBaHHS KOMOIHOBaHOI BaKIMHHM BIJAMOBIIHO JO I1HCTPYKIII MpPO 3acTOCYBaHHS
JIKapChKOTo 3ac00y.

* Ilitam, mo He GyaM BaKIMHOBAaHI MPOTH KOPY, CMAEMIYHOTrO MAPOTHTY Ta KPACHYXH
3a BikoM y 12 micsamiB Ta B 4 poku 11 micsmiB 29 qHiB, MICTUICHHS MOYMHAIOTH POOUTH
y Oynp-sikomy Bitli g0 17 pokiB 11 micsamiB 29 nuiB. JluTmHa Mae oTpuMmaTtd 2 103U
3 TOTPUMAHHSM MK HUMHU MiHIMaJIbHOTO IHTEpBAy BBEJICHHS.

Bakmunariiss mpoTu KOpy, €miIeMidHOTO MAapOTHTY Ta KPacCHYXH JITEH BBAXKAETHCS 3aBEp-
IICHOIO, KO JUTHHA OTpHUMalia 2 METJICHHS 10 KOXHOT 13 3a3HaYeHUX 1H(EKIii 3 MiHi-
MaJbHUM IHTEPBAJIOM MIX 1-10 Ta 2-10 103aMu 4 THXXKHI Ta 32 YMOBH, 110 1-y 103y BaKIMHU
Oys10 BBeJIeHO y BiIli 12 MicsIIIB Ta Mi3HIIIE.

Sxmo 1-y 103y BakIuHU OYJI0 BBEICHO J0 JOCSATHEHHS BiKy 12 MicsIIiB, JaHa 7033 BaKIUHU
HE 3apPaxOBYETHCS JI0 KypCY MIETUICHb.

[IpoTe y BUManKy, sIKIIO JUTHHA 3 OyAb-IKUX MPUYUH oTpuMana 1-y go3y micis 11 micsmis
KUTTS, SK BHHATOK, ISl /1032 3aPaXOBYETHCS 1 MICTUICHHS BBAXKAETHCS MOBHOIIIHHUM, KO-
JM IUTHHA OTpUMaia 2-y A03y Mmichas 12 MICSIIB XUTTS Ta HE paHille, HiK MUHYJO 3 Micsi
BiJI BBeJICHHS 1-1 103U BaKI[MHU.

Axmo 2-a 103a BakUMHU Oyfia BBEIEHA MPOTATOM 4 THIB 10 3aKiHUEHHS MIHIMAJIbHOTO
1HTepBally (He paHimie 24 qHs) micis BBeeHHs 1-i 103U BaKIMHU, TaKa J103a 3aPaXOBYETHCS.
Skmo nuTuHA oTpUMalia 2-y 103y BaKIWHU MPOTU KOPY, CMiJIEMIYHOTO MMapOTUTY, KPACHYXHU

paHile JOCSATHEHHS BiKYy 4 POKiB, aje 3 JOTPUMAHHSIM MIiHIMAJIBHOTO IHTEPBAY MIX

BBeJleHHsIM 1-1 Ta 2-1 1031 BaKIMHM, Y BBEJICHHI 031 Y Billl 4 POKiB HE Ma€ MOTPEOH.
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JlonyckaeTbesi BBeIEHHS 3-1 703 BAKIIMHU MPOTH KOPY Y CKIIAAi KOMOIHOBAaHOI BaKI[MHH
NPOTH KOPY, €IMiIeMIYHOTO MAPOTUTY Ta KPACHYXH, SKIIO AUTHHA PaHIIIe OTpUMAa JHIIe
1 103y BakIWHM MPOTH KPACHYXH Ta/a00 €IiIEeMIYHOTO MTAPOTHUTY.

5 Baknunartis npotu Hib-indekii mpoBoautbes aiTsim 10 4 pokis 11 micsimis 29 aHiB.

VY crapmomy Biri BaknuHaiis npotu Hib-indekuii mpoBoauThCs uile 3a CTaHOM 370POB'S
BIJIMOB1/THO JI0 MOJIOKEHB TJIaBH 4 1[bOTO PO3ILTY.

® [llemnenns npoTH TyGEpKYIbO3Y paHille HEBAKIMHOBAHHUX IiTEil POBOIATHCS IO TOCST-
HeHHs BiKy 18 pokis. lllernnenHs paninie HEBaKIMHOBAHUX JOPOCITUX MPOBOJUTHCS TPU
HasIBHOCTI ()aKTOPiB NPO(ECIHHOTO PU3UKY.

Hith, sxi He otpuManu BIIK B monmoroBomy crarioHapi, MOBUHHI OyTH LIEIUIEH] SIKOMOTa
IIBU/IIE TIC/IS BUMKMCKHU. [lepen BakmMHAIE AiTeld BIKOM 0 2 MICSAIIB, HE IMICTUICHUX
BIX B monoroBomy crarioHapi, MKipHI TECTH / TECTH BUBUIBHEHHS ramMMa-iHTep(epoHy
HE TPOBOJSATHCS.

JliTi, IKUM HE BUMOBHUIIOCSA 7 MICAIIB (10 6 MicsmiB 29 THIB BKIIOYHO), Y pa3i BIICYTHBOTO
BIZIOMOTO KOHTAaKTy 3 JIIOJMHOIO, SIKa XBOpi€ Ha TyOepKyJib0o3, OTPUMYIOTh HIETUICHHS
MpoTH TYOEpKyIho3y 0€3 MomnepeaHbOoi JIarHOCTUKH TYOepKyJIb0o3HOI 1H(EKIT MIKIpHUMHU
TecTaMmu / TeCTaMU BUBLILHEHHS TaMMa-1HTep(hEepoHy.

JliTsiM, IKUM BUTIOBHHJIOCSL 7 MICAIIIB, MIETUICHHS MIPOTU TYyOEPKYJIb0O3y MPOBOASTHCS MICIIS
HOMepeHbOl  JIarHOCTUKUA TYOSPKYJIbO3HOT 1H(EKIi IIKIpHUMH TecTaMu / TeCTaMu
BUBIUIBHEHHS raMMa-iHTep(epoHy B pa3i OTpUMaHHS HETaTUBHOTO PE3yibTaTy.

VY pa3i NpuAHAITTS pilllcHHS 33 pe3y/IbTaTaMH MPOBEJICHHS MIKIPHUX TECTIB / TECTIB BUBILIb-
HEHHSl TaMMa-1HTep(depoHy, IEMJIeHHs Mae OyTH mpoBeAeHe mpoTsrom 2 micsui. [pu
NEPEBUILEHHI CTPOKY 2 MICSI, SIKIIO 3 OyAb-SIKUX MPUYMH LIETUICHHS He 0yJIo MPOBEJECHE,
BakKIMHAI[IS TMPOBOJMTLCS TICAS TMOBTOPHOIO IMPOBEACHHSA MIKIPHUX TECTIiB / TECTIB
BUBLIbHEHHs TaMMa-iHTep(epoHy, ajie He paHille HiX depe3 6 MICSIIB BiJl ONEPEIHHOTO
1X POBEJICHH.

Bakmunartis npotu TyOepKyJib0o3y HEMICTIEHUM PaHillle JITSM MTPOBOJUTHCS 10 JOCATHEHHS
BiKy 18 poxkiB.

Hitn, memnneni BIPK, y sxux He copmyBaBcs pyOUHK, IPOTE € TOCTOBIPHE MIATBEPAKEHHS
MIPOBEJICHHS IICTUICHHS, HE M/ JIATal0Th TOBTOPHIN BaKIIMHAIIIT.

He cnig mpoBoauTu mojanblly BakIMHAINK B JIISHKY Tia, B Ky Oyina BBemeHa BIK,
NpUHAAMHI IPOTATOM 3 MICSIIIB.

" JliBuaram, siki gocsri Biky 15 pokis micist 01 ciurst 2026 poKy, Ta XJIOMYHKAM BAKIIAHALLiS
npotu BITJI mpoBoautkest Bimnosigno a0 po3aury III mporo Kamenmapst (oxpiMm miBuar,
ki kuByTh 3 BIJI, a00 MaroTe nmepBUHHUHN iMyHOAEDIIUT, Ta JITEH, SIKI MOCTPAXKAATIH BiJ

CCKCYAJIBHOT'O HaCI/IJ'H)CTBa).
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{A63ay 6ocomuii i3 3miHamu, eHecenumu 32ioHo 3 Haxazom Minicmepcmea
0xX0pOoHU 300p08'sa Ne 525 6i0 24.03.2025}

[Ipu npoBeieHHI MIETJIEHD 13 3aCTOCYBAHHSIM OKPEMUX BaKIIMH a00 aHATOKCHHIB

17151 PO UIAKTUKYA BaKIIMHOKEPOBAHUX 1H(MEKIIIMHIX XBOPOO HEOOXITHO TOTPUMYBATHUCS

TaKMX OCOOIMBOCTEH 1X BBCICHHA:

MoeaHaHHs npenapaTiB ANs LWenneHHs MoxnuBe noegHaHHs
2 2 iHaKT1BOBaHMX BaKLyH Ta/abo BakumHu Ta/abo aHaTOKCUHM MOXYTb ByTYM BBEAEHI OAHOYACHO
aHaTOKCUHIB B Pi3Hi 4insHkuW Tina abo 3 Oyab-AKkuM iHTEpBanom Mix

BBEAEHHSAM [03, SKLLO iHLLOMO He 3a3HaY€HO B iHCTPYKLT

: . : _
YKWBi BaKUMHM + iHaKTUBOBAHI BaKLWHU Ta/abo 11DO 3aCTOCYBaHHS NKAPCHKOTO 33C0BY

aHaTOKCWHM
2 2 XUBWX BaKUMH NS NapeHTepansHoro BakumHu MoxyTb ByTI BBEAEHI O4HOYACHO B Pi3Hi LiNsHKM
BBeAeHHs (kpiMm BLDK) Tina abo 3 iHTEpBaNIOM He MeHLUE 4 TUXHIB, SKLLO IHLIOrO
He 3a3HayeHo B IHCTPYKLI NPO 3aCTOCYBaHHS NiKapCbkoro
3acoby
Bakuuun npotu Ty6epkynbosy (BLK) BakuuHu Ta/abo aHaTOKCUHM MOXYTb ByTU BBEEHI OOHOYACHO

B Pi3Hi AiNsHKM Tina abo 3 Byab-sKkUM iHTepBanoM Mix
BBELEHHSM, SKLLO iHLLOMO He 3a3HayveHo B IHCTPYKLl
NpO 3acTOCYyBaHHS NikapcbKoro 3acoby

JKnBI BaKUMHM Ans OpanbHOro BBeEeHHs + BakuuHu Ta/abo aHaTOKCUHM MOXYTb ByTUW BBEEHI OOHOYACHO
+ Byab-sika iHLA BaKLMHa B Pi3Hi AiNsHKM Tina abo 3 Byab-skuM iHTepBanoM Mix
BBELEHHAM [03, AKLLO IHLLOMO He 3a3HayveHo B IHCTPYKLi

NPO 3aCTOCYBaHHS NikapcbKoro 3acoby

{Ab3ay Oes'amuii i3 3minamu, eHecenumu 32iono 3 Haxazom Minicmepcmea
oxopoHu 300poe‘ss Ne 525 eio 24.03.2025}
3a moTpedu Jikap Mae MpaBO BBECTH BC1 BaKIIMHU / aHATOKCUHHU, 1110 TTOKa3aHi 3a

uum Kanengapem, 3a ojiHe BiIBiIyBaHHS 0COO0I0 3aKJIaay OXOPOHHU 370POB's.
BBeneHHs mapeHTepalbHUX BAKIUMH MOXHA 3/1MCHIOBATH B OJIHY AUISIHKY TL1a
MpU JOTPUMAaHHI BIJCTaH1 MIX 1H'€KILisIMU B 2,5 cM a00 B pi3HI AUISTHKU TiJIa 32 yMO-

BU, 1110 11€ HE CYMEePEUUTh ITHCTPYKIIIT IPO 3aCTOCYBAHHS JIIKAPCHKOTO 3aC00y.

{A63ay oounadoyamuii i3 sminamu, eHecenumu 32i0Ho 3 Haxazom Minicmepcmea
oxopoHu 300poe'sa Ne 525 6io 24.03.2025}

Bakuuna BIDK mMae BBoauTHCS B pi3HI AUISTHKY TUIA 3 1HIIMMH BaKIIMHAMU TPU

OJIHOYACHOMY BBeJIeHHI. He ciiii mpoBOIUTH MOAAJIBIIY BaKIIMHALIIIO B JUISHKY Tina,
B Ky Oyina BBegeHa BLDK, npunaiimMH1 mpoTarom 3 MicAIIiB.
B iHmomMy Bumajixy Jikap IiaHye Taki MIETJICHHS 3 ypaXyBaHHSM MiHIMaJIbHUX

IHTEpBaIiB MI>K BBEICHHSIM BaKIMH / aHATOKCHHIB.
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HonaTok 3
IMam'saiTka 10151 6aTHKIB Mali€EHTIB i3 MiZ03po10 200 BCTAHOBJIEHUM J1iarHO30M

«CenexTuBnuii nedinur cyoriaacy IgG / lepinur cnenupiyaux aHTUTIIDY

Ll]o ye o3nauae?

Lle He o3Havae, 110 y BalIOi TUTHHU «HEMae IMyHITeTy». Lle o3Hauae, 1o iMmyHHa
CHUCTEeMa Ma€ «BHOIPKOBY CIIaOKICTh» — BOHA HE 3aBKJM PO3MI3HA€E MEBHI OakTepii
(HaifuacTinie MHEBMOKOKH). Uepes 11e 3BUYaiiHuil HeXKUTh MOXKE IIBUJIIE MEPEXOIUTH
B OTHUT, CHHYCUT 200 THEBMOHIIO.

5 eonoenux npasun 01 6amoKis:

1. «IIpaBuno 48 rogun». [Ipu mosiBi BUCOKOI TemmepaTypu, 000 y Byci abo
CWJIBHOTO KallUTI0 He 3BOJiKaiTe. Ormsig jikaps mMae BiAOyTHCS HPOTATOM MEPIIMX
nBox A10. IlamieHTaM 13 UM J11arHO30M 4YacTo MOTPiOHI aHTUOIOTHKM paHille, HiX
THIITUM JITSIM, 1100 YHUKHYTH YCKJIaJHEHb.

2. BakmuHamis — 1e Bam 3axucT. Beymepeu midam, AITAM 13 TaKUM THIIOM
iMyHOZe(IUTY BaKIMHaISA HeoOXigHa. BoHa momomarae «TpeHyBaTw» Ti JIaHKH
IMYHITETY, $KI MpaloTh HOpMagbHO. (OCOOJMBO Ba)JMBI IIEIUIEHHS MPOTU
ITHEBMOKOKA, reMO(UTbHOT AJTMYKH Ta IOPIYHA BaKIMHALSA Bl TPUILY.

3. KonTtpoib cepenopuima:

e YHUKaWTE TIOTIOHOBOTO AUMY (TTACUBHE MATIHHS KPUTHYHO TOPA3HIOE CIIU30BI
000JIOHKH, SIK1 1 TaK Bpa3JIMBi).

o [TlinTpumyiite Bosoricth moBiTps BaoMa (40—60 %), mob6 cau30Bi 000JIOHKH
HOCa HE MepeCUuxam.

4. CrocTepexeHHs 32 CUMITTOMaMu. BeiTh «I1I0ACHHUK 3/I0POB'sh». SIKIIO AUTHHA
XBOpI€ HA THIMHI OTUTU a00 CUHYCHUTH YacTIile HIXK 2—3 pa3u Ha piK — 1€ MPUBII IS
MOBTOPHO1 KOHCYJIbTAllli IMyHOJIOTa.

5. IIporuo3. ¥ OGaratbox miteit cenextuBHuil nedinut IgG € TpaH3UTOpPHUM
(TumuacoBuMm). IMyHHa cuctema «o3piBae» 10 7—10 pokiB abo 10 MiUTITKOBOTO BIKY,
1 TOKa3HUKU MOXKYTh TIPUITH 10 HOPMHU.

Kousu TepmMinoBO 3BepTaTucs 10 Jikapsa?

« Temniepatypa, sika He 30UBAETHCS 3BUUANHUMHU 3aCO0AMHU.

 bisb y rpynsix abo 3aaMiika.

« Buninenns 3 Byxa.

e TpuBannii kamens (MoHaA 2 TUXK), IKUH HE CTA€ MEHILIUM.
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HaeyasnibHe suOaHHS

®ponosa Tersna BonogumupisHa
JIsnoBa TersiHa [BaniBHA
Bono6yesa Onbra BikTopiBHa
CasBo Ounekciit MukonaiioBuu
Kapnymenko FOmist BanentuniBHa

CinsieBa Ipuna PesiBHa

CYYACHI ACIIEKTH
NEPBUHHUX IMYHOJIE®ILMUTIB Y NITEN

Hae4yanbHuli noci6bHuUK
dsnist 3006yeadyie suwoi oceimu, iHmepHie, acnipaHmis,
Haykoeuyie, nikapie-nediampie ma imyHosiozie, cimelHux sikapie

BianosinaneHuii 3a BUIyCK I. P. CinsieBa

Penaxrop M. B. Tapacenko

Kowmm'torepna Bepetka O.10. JIaBpuHeHKO

®opmMmar A4. YMm. npyk. apk. 16,00. 3am. Ne 26-55.

PenakuiiiHo-BUAABHUYMI Biaaija
XHMY, np. Hayku, 4, m. XapkiB, 61022
izdatknmurio@gmail.com, vid.redact@knmu.edu.ua

CB1101TBO NPO BHECEHHS Cy0'€KTa BUAABHUYOI CIIpaBU 110 [lepaBHOTO peecTpy BHIaBHHUIITB,

BUTOTIBHUKIB 1 pO3MOBCIOKYBauiB BUAaBHUUOI mpoaykiii cepii JIK Ne 3242 Bix 18.07.2008 p.


mailto:izdatknmurio@gmail.com
mailto:vid.redact@knmu.edu.ua

