JIEP)KABHUI EKCITEPTHUI LIEHTP
MIHICTEPCTBA OXOPOHMH 3JI0POB’$ YKPATHU

YKPAIHCBKE TOBAPUCTBO CIIEIIAJIICTIB 3 IMYHOJIOI1],
AJIEPTOJIOT'II TA IMYHOPEABIIITALIIT

3AFAJII)HI/IIZI BAPIABEJIbHUI
(MEPBUHHUN) IMYHOJIE®IIIUT

AJJAIITOBAHA KJITHIYHA HACTAHOBA,
3ACHOBAHA HA TOKA3AX

2015
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Criaa MyJabTHIUCHHILTIHAPHOI PO00Y0i rPyNM 3 ONPANIOBAHHS MeINKO-
TEXHOJIOTIYHUX JOKYMEHTIB 3i cTaHaapTH3alil MeIHYHOI JONOMOTH

HAa 3acajax A0Ka30B0I MeAUIMHHI Ipu

3arajJibHOMY BapiatejbHOMY (IepBHUHHOMY) iMmyHOaedinuTi

Yo’ sk BanenTuna
BonogumupisHa

Yepuumona Jlroamuna
IBaniBHa

Mopo30B AHaTomiii
Muxkomanosud

Cremnanenko Aiuia
BacwuiBaa

binornazos Bonoaumup
OnekciioBuY

Binarceka Jlecs
MuxkomnaiBHa

Boiiko Hanis

Bononumupisna

Bonoxa Anna I[lerpiBHa

I'aBpunenxo TersHa
[nniBHa

I'mymuep ®enike
CeMeHOBHY

3aBigyBad Kadeapw KIiHIYHOI iMyHosorii Ta aneproiiorii JIbBIBCBKOTO
HAI[IOHAIBHOTO MEJIMYHOro yHiBepcuteTy iMeHi Jlanwna [amumbkoro,
roJIOBHUM mo3amTatHuid crnemiamict MO3  Vkpainn 31 cremiajgbHOCTI
«Amneprounoris, Imynonoris, Kniniuna imynonoris, JlaboparopHa iMyHOIOT1s1»
BiAMoBiIHO 10 Hakazy Nel96-x Bim 29.05.2014 31 3miHamu, I.MEH.H.,

npodecop

3aBimyBad Kadenpu autsuux iHpekuiiHux xBopod HarionanbHOi MenuyHOL
akageMii  micisagumuiomHoi  ocBith  imeni  [LJI. Ulynuka, romoBHHI
nmo3amraTtHuid  cremianmict  MO3  Vkpainm 31 cmemianbHOCTI  «JluTsda
iMyHOJIOTis» BiAMOBiMHO a0 Hakazy Nel96-x Bim 29.05.2014 3i 3miHamu,
J.MEJ.H., Ipodecop

npodecop kadenpu Helipoxipyprii HamioHaapHOr0 MEIUYHOTO YHIBEPCUTETY
iMeHi akaaemika O.0. boromornblis, 1.Mea.H., ipodecop

mpodecop  kadempm  YkpailHCBKOI  BIHCHKOBO-MEIUYHOI  aKaaeMii
M3C Vkpainu, 3acTynHHK TonoBU LleHTpambHOro (GOpMYISIPHOTO KOMITETY
MO3 VYkpainu, a.Mef.H., mpodecop

3aBilyBay Kadeapu BHYTpilIHbOI MeAUIMHU Ne 2 KpuMcbKOro nep:kaBHOTO
MeauuHoro yHiBepcurery imeHi C.I. ['eopriiBcbkoro, a.Men.H., mpodecop,
3aciIy)KeHUH iy Hayku Ta TexHiku AP Kpum

nikap-imyHosior  JIbBIBCBKOrOo  00OJJACHOTO  KJIIHIYHOTO  J1arHOCTHYHOTO
LIEHTPY, TOJOBHUN TMO3alITaTHUHA cremianicT [lemapramMeHTy OXOpOHH
3n0poB’st JIbBiBcbko1 OJIA 3 iMmyHOmOTI{

nupektop HaykoBo-moCHiAHOrO 1 HABYAJIBHOTO IIEHTPY MOJIEKYJISAPHOI
MIKpoOioorii Ta 1MyHOJOTIi CIM30BUX OO00JIOHOK, Tpodecop kadenpu
MikpoOiosorii, Bipycosorii, iMyHoJorii 3 KypcoMm iH(EKUiHHUX XBOpoO
VYKropoJichbKOTO HaIllOHATHHOTO YHIBEPCUTETY, 1.010J1.H., ipodecop

npodecop kadenpu AUTAYUX 1HGEKIIHHUX XBOPOO Ta AMTSIUOI IMYHOJOTIi

HamionanpHoi  MeguuHOl  akajgeMii  IMICASOUIUIOMHOT  OCBITHM  IM€EHI
I1JI. Ilynuka, n.Mex.H.

3aBiayBa4 BiAAUIOM iMyHosorii  HamioHaabHOTO  HAyKOBOTO  IIEHTPY
HepxxaBHoi  ycTaHoBM  «lHCTUTYT — Kapmiosorii  iMeHI  akajemika

M. . Ctpaxxecka HAMH VYxkpainny, ronosauit criertiamict HAMH Vkpainu 3
n1abopaToOpHOi AIarHOCTUKH, 1.0101.H., mpodecop

3aBiqyBad Kadenpu anectesioyiorii Ta iHTeHCHBHOI Tepamii HarioHnaasHOTO
MEINYHOTO YHiBepcuTeTy iMeHi akangemika O.0O. boromonbis, ToJIOBHMIA
no3amraTtHui criemianict MO3 Ykpainu 31 criemniaabHOCTI «AHECTE310J10Tis»
BiIMOBIAHO A0 Hakazy Ne526-k Bin 10.12.2012, n.men.H., mpodecop



I'ocniopapceskuii Irop
SpocinaBoBuu

Hpannik ['eopriit
MuxonaiioBu4

Kaiigames Irop
ITerpoBuu

KocTtrouenko Jlapuca
BacuniBua

Kypuenko Anapiit
IropoBuu

Jlityc Onekcanap
IBaHOBHY

JlockyroBa IpuHa
Bononumupiaa

Manuiok Oabra
Bononumupisna

Maneues Imutpo
BanepiitoBuu

Martoxa Jlapuca
denopiBHa

Mocrosenko Paica
BacwiriBaa

Hazapenko Onexcanap

ITaBnoBuy

3aBilyBay Kadeapu KIIHIYHOI IMYHOJIOTIi, ajeproyiorii Ta 3arajJbHOTO
JOTISIY 32 XBOPUMH TepHOMIIBCHKOTO MEIUYHOTO YHIBEPCHTETY, A.ME.H.,

npodecop

npodecop kKadeapu iIMyHOJIOTIT 1 aJeproJiorii 3 CeKI[IE€0 MEIUYHOT TeHETUKH
Hamionansnoro  memuunoro  yHiBepcutery  imeni O.O. boromormbiis,
MOYECHUI MPE3UICHT YKPAiHCHKOTO TOBAPHCTBA CHEIIATICTIB 3 IMYHOJIOTI,
aneproJorii, iMyHopeaoinitarii, 1.Mex.H., mpodecop

3aBigyBad Kadeapu BHYTPIHKOI MemuuuHu Ne 3 YkpaiHCBKOT MeIMYHOT
cromarosioriyHoi  akagemii M. [lonaraBu, mpe3ugeHT  YKpaiHCHKOTO
TOBApUCTBA CIICLIAJICTIB 3 IMYHOJIOTi, ajeproJjorii, iMyHopeaOiTiTallii,
I.MeJI.H., mpodecop

KEpIBHUK PEriOHAJbHOTO 1MYHOJOTIYHOTO IEHTPY 3aXiJIHOYKpPaiHCHKOTO
CICIIII30BAHOTO JIUTSYOr0 MEIAMYHOTO IEHTPY, TOJOBHHUH IO3alITaTHUN
cnemianict Jlemapramenty oxopoHu 310poB’s JIbBiBchkoi OJIA 3 muTsdoi
iMyHOJIOT11, 1.MEI.H.

3aBijyBad Kadeapu KIiHIYHOT IMYHOJIOTIT Ta aleprojiorii 3 CeK1ie MeIuIHOl
rereTky HamionanesHoro MeauyHoro yHiBepcutety iMeHi O.0O. Boromosbiis,
J.MeJ.H., Ipodecop

npodecop kadenpu mepmaroBeHepodorii HarmioHanmsHOT MenunyHOT akamemii
nicasaumaomMuoi  ocBitd  imeni [LJI. Illynuka, TonOBHUN MO3alITaTHHUMA
cnemiamict  MO3 VYkpainu 31 chemiaJbHOCTI  «JlepMaToBeHEepOJIOTis
BIIMOBIAHO A0 Hakazy Ne526-k Bin 10.12.2012, n.mex.H., mpodecop

npodecop xadenpu GTuziarpii,KIIHIYHOT IMyHOJIOT1, aJIEProJIorii 1 MEAUYHOT
reHeTuku JIyraHcbKoro Aep:kaBHOTO MEIWYHOTO YHIBEPCUTETY, I.MEH.H.,
npodecop

Jikap-imyHosior — IBaHO-®paHKIBCbKOiI ~ O0JIaCHOT  JIIKapHi,  TOJIOBHHUMH
mo3amTaTHUi  creniaiict JlemapTamMeHTy OXOpPOHHM 3A0poB’s  IBaHO-
®pankiBcpkoi O/IA 3 imyHOOTI{

3aCTYMHUK AupekTopa [HCTUTYTY iMyHoJOrii Ta aneprosorii HamionansHOTro
Mean4yHoro yHiBepcutery imeni O.0. boromosnbiis, K.Me1.H.

3aBigyBad Kadenpu ciMeiHoi memunuHN HarioHanpbHOI MeIMUYHOI akaaemil
micasaummomMaoi  ocBith  imeHi [LJI. Illynuka, TONOBHUN mO3amITaTHHMA
cnemianict MO3 Ykpainu 31 crnenianbHOCTI «3arajibHa IMpaKkTHKa — ciMelHa
MeIULMHAY BIANOBIAHO 10 Hakazy Nel96-x Bim 29.05.2014 3i 3MmiHamu,
J.MeJ.H., ipodecop

3aBiyBad JUTSAYOro iHGeKuiiHoro BiaaineHHs HamioHanbHOT IUTAYOT
cneriamizoBaoi  JikapHi  «OXMATAWUT», TronOBHWI  mMO3alITaTHHUA
cnemianict MO3 VYkpainu 31 cnemianbHocTi «llemiaTpis» BIAMOBITHO [0
Haka3y Ne526-k Big 10.12.2012, k.men.H.

reHepanbHuii  nupekrop Kiixikn iMmyHosorii 1 aneprosorii «®opmoct,
acucteHT Kadempu aneprosorii Ta iMmyHosorii HamioHanbHOI MeaudHOI
akaznemii micnsaauruioMHoi ocBity imeni [1.JI. lynuka



Hosak Bacuinb
JleoHitoBUY

IToreomkina Nanua
OnekcanapiBHa

Pexanosa Onena
MuxaiiniBHa

Cenakos Irop
CBreHoBUY

®emenko FOpiit
IBaHOBHY

Xapuenko Haramis
B’siuecnaBiBHa

SIxy6oBcbka Ipuna
OnekcanypiBHa

SApemenko Oner
bopucosuu

aupekTop JlepkaBHOi ycTaHOBH «IHCTHTYT MaTOJOTii KpOBi Ta TpaHC(y3iiHOT
Mmenquuuan  HAMH ~ Vkpainu», TOJOBHHUH MO3AaIITaTHUM  CHEIIATICT
MO3 Vkpainu 31 cnemianbHocTi  «lemarosnoris,  Tpancdysionoris»
B1AMOBIIHO 710 Haka3y Ne526-k Bin 10.12.2012, n.men.H., mpodecop

noueHT Kadeapu KiiHIYHOI iMyHoJorii Ta aneprosiorii  JIbBiBCHKOTO
HaIllOHAJFHOTO MEIWYHOTO YHiBepcutery iMeHi [lanumna [anumpkoro,
K.M€EJI.H.

3aBigyBa4 JlabopaTopi€r0 KIiHIYHOI iMyHOJoTii Jlep)KaBHOiI yCTaHOBHU
«Harmionanpauii iHCTUTYT (QrH3iaTpii 1 mynsMoHoiorii iM. @.I'. SITHOBCEKOTO
HAMH VYkpaiun», n1.me/.H.

roJOBHHMM Jikap JlOHEIBKOTO O0OJACHOTO TMPOTHITYXJIUHHOTO —IEHTPY,
roJIOBHUM mo3amrtatauid  coeriagict MO3  VYkpaiHu 31 cHemiaJbHOCTI
«OHKoJOTis» BIAMOBIAHO a0 Hakazy Ne526-k Bix 10.12.2012, n.mem.H.,

npodecop

mupextop JlepkaBHoi ycranoBu «HamioHanmpHUil iHCTHUTYT (TH3iaTpii 1
nyneMoHojorii  iM. @.I'. SlnoBcbkkoro HAMH ~ Vkpainu», akangemik
HAMH Vxkpaiau, romoBuuii mozamratHuid creuiamict MO3 VYkpaiam 3i
cnemianbHOCTI  «IlynmpMoHomoriss, @drTu3iarpis» BIANOBITHO 1O HaKazy
No648-x Bim 01.12.2014, n.men.H., mpodecop

3aBigyBad Kadeapu TracTPOCHTEPOJIOrii, MIETONOrI Ta EHAOCOKMIil, JAeKaH
TepaneBTUYHOTO  (akynpTeTy  HamionampHoi  MemuuyHOi  akajemii
nicasaumnomuoi ocitTi imeHi [1JL. lllynuka, unen-kopecnonaenT HAMH
Vkpainu, rosioBHMH mozamTatHui  cnemiamict MO3  Vkpainum - 31
cneniaibHOCTI  «['acTpoeHTeposyoris» BIANOBIIHO 10 Hakazy Ne622-x
Bix 17.11.2014, n.men.H., mpodecop, 3aciayxeHuii Jikap YKpainu

JOLUEHT Kadenpu BHYTPIIHbOI MeauuuHu Ne2 Jlep’KaBHOIO BHIIOTO
HaBYaJIbHOTO 3akiany «IBaHO-DpaHKIBCBKUN HAallOHAIbHUM MEAMYHUN
YHIBEPCUTET», K.MEJI.H.

3aBiayBad Kadeapu BHYTPIIIHIX XBOPOO CTOMATOJOTIYHOIO (DaKyIbTETY
HamionansHoro  menuunoro  yHiBepcutery iMeHi  O.0. boromonbig,
rojloBHUN Tmo3amTaTHU  crnemiamict MO3 Ykpainum 31 chemiaJbHOCTI
«PeBmarozoris» BiamoBigHO 10 Hakazy Nel96-k Bix 29.05.2014 3i 3minamu,
J.MeJ.H., ipodecop

Metoauunuii cynposia Ta ingopmaniiine 3a0e3ne4eHHs

Jlimumaa O.M.

I'opox €.JI.

Menpuuk €.0.

nupekTop JlemapraMeHTy cTaHIapTU3alii MeIu4yHuX nociyr JlepxaBHOTO
nignpuemctBa «/lepkaBHuii ekcrnieptHuil nentp MO3 YkpaiHu», K.M.H,
CT.H.C.

HAYQIBbHUK BTy SKOCTI MEIWYHOI JOMOMOTH Ta 1H(pOpMAIIHHUX
TEXHOJIOTiH JlepskaBHOTO MignpueMCTBa «Jlep’kaBHUI eKCHEepTHUN LEHTP
MO3 VYkpainn», K.T.H.

HAYaBbHUK BIJIUTY JOKa30BOI MeAWIMHH JlepKaBHOTO TMiAIpPUEMCTBA
«/lepxaBHuii excrieptHuil ieHTp MO3 Ykpainu»
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HAYaJIbHUK BIAJUTY METOIUYHOTO 3a0€3MeUYeHHs HOBITHIX TEXHOJOTIH Yy
chepi oxoponm 3a0poB’s JlepxkaBHOrO TMiANpPUEMCTBA «JlepkaBHUIA
excrepTHui neHTp MO3 Ykpainn»

[epxaBHuii ekcniepTtHuii neHTp MO3 Ykpainu € 4wieHoM

Guidelines International Network es lng
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(Mi:kHapoaHa Mepeka HACTAHOB) o 2
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._ 05
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ADAPTE (®panuis)
(MixxHapoaHuii NpoeKT 3 aganTamnil KIiHIYHUX ‘
HACTAHOB)

PenieH3eHTH aaanToBaHOIL

" ADAPTE
o

KJiHIYHOI HacTaHOBHM, 3aCHOBAaHOI Ha J0Ka3ax «3arajJbHuii

Bapia0ebHMil (IepBUHHUH) IMyHOAeIUT

Ky3znenona JI.B.

Moiceenko P.O.

Hakoneuna A.A.

3aBimyBad Kadeapu KIiHIYHOI, Ta00opaTOPHOi IMYHOJIOTIT Ta aneproorii
HamjonansHol MeauuHOl akaxeMii miciaaauInioMHol ocsith iMeni I1.J1.
[ynuka, u4ineH yKpaiHCHKOTO ToBapucTBa (axiBLiB 3 1MYHOJIOTII,
ajieproJiorii Ta iMyHopeaOuTiTallll, TOJIOBHUM MO3AIITATHUMN CIEHialicT
Jopocinoi Mepexi 3 iMyHousorii [lemapTaMeHTy OXOpOHHU 370pOB’s
Kuiscbkoi OZIA, n.men.H., mpodecop

3aBimyBad Kadempu AUTSUOT HEBPOJOTii Ta MEIUKO-COLIalbHOI
peabumitarii HarioHanbHOT MeIUYHOT akaaeMii MiCIsIUIIOMHOT OCBITH
imeni [1JI. Hlynuka, 1.Me.H., TOLEHT, 3acTyXeHUH Jikap YKpaiHu

Jmikap aneproiyior-imyHosor KiiHIKM IMyHOJOTii Ta  aJeprojorii
VHiBepcutery Xamna ta Mopka, BenukoOpuranis, K.Me1.H.
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[Tepenik ckopoueHb

[TepenmoBa

Eninemionoris 3araapHOT0 BapiaOeIbHOTO IMyHOAEDIHUTY

[TatoreHeTndHi Ta IMYHOJIOTIYHI MEXaHI3MH PO3BUTKY 3arajbHOTO BapiaOeabHOTO
iMmyHOnIEeDIUTY

KitiHi9HO-1MyHOJIOT14HI JiarHOCTHYHI KpuTepii 3BI/]

Knacudikaris, popMysnroBaHHs Ta KOJYBaHHS J1ilarHO3Y

OO0cTexxeHHs narienTa, xsoporo Ha 3BIJ]

HudepeHnuiiftauii 1iaruo3

JlikyBanns 3BIJ]

Taktuka mikaps Ha aMOyJaTOPHOMY, CIIELiadi30BaHOMY Ta CTAl[lOHAPHOMY eTarax
MEIUYHOI JOIIOMOI'Y

JliarHOoCTHYHO-JTIKyBaJlbHA ~ TAaKTWKa  JIKapiB  TEPaNeBTUYHHX Ta  XIPYpridHUX
CHEIiaIbHOCTEH 110/10 MOHITOPUHTY Malli€HTiB, XBopux Ha 3BI/]

TakTuka Nikaps racTOpOCHTEpOJIora Mpu OOCTEXKEHHIS Ta JIKyBaHHI MAalli€HTIB, XBOPUX
Ha 3BI/] 3 miABHIIIEHNM PU3UKOM PO3BUTKY MATOJIOT] HUTYHKOBO-KHIIKOBOTO KaHAITY

TakTuka Jikaps reHeTHKa Impu OOCTeXeH1 Ta JiKyBaHHI MaiieHTiB, xBopux Ha 3BIJl 3
MiBUIICHUM PU3UKOM PO3BHUTKY MATOJOTI] IITYHKOBO-KHAITKOBOTO KaHATY

TaxTHKka Jikaps remarojiora mpu OOCTEXKEHHI Ta JIIKyBaHHI NamieHTiB, XBopux Ha 3BI/ 3
Ii/IBUIIEHUM PU3UKOM PO3BUTKY IATOJIOTIi IITYHKOBO-KHIIKOBOTO KaHAITY

TakTuka jikapsi OHKOJIOra/reMaTosora npu oOCTEKEHHI Ta JIIKYBaHHI MaIl€HTIB, XBOPUX
Ha 3BI/] 3 miABUIIIEHUM PU3MKOM PO3BUTKY MATOJIOT{ HUTYHKOBO-KHIIKOBOTO KaHAIY

TakTuka nikaps oTajbMoyora Mpu OOCTEXKEHHI Ta JIIKyBaHHI MAalli€EHTIB, XBOPUX Ha
3BI/] 3 miABUIIIEHUM PU3UKOM ypaKeHHS OpraHy 30py

TakTuka Jikaps MyJIbMOHOJOIa MpU OOCTEXEHHI Ta JIIKyBaHHI Malli€HTIB, XBOPUX Ha
3BI/] 3 migBUIIIEHUM PU3UKOM PO3BUTKY MATOJIOTIi OpraHiB AUXaHHS

TakTuka jikaps peBmarosiora npu oOCTEKEHHI Ta JIKyBaHHI Mali€HTiB, XBopux Ha 3BIJ]
3 MIJBUILEHUM PU3UKOM PO3BUTKY ayTOIMYHHHUX 3aXBOPIOBaHb

TakTuka JiKaps eHJOKpUHOJOra NMpH OOCTEXKEHHI Ta JIIKYBaHHI MAIli€EHTIB, XBOPUX Ha
3BI/] 3 migBUIIIEHUM PU3UKOM PO3BUTKY MATOJIOT1i €HAOKPUHHOI CUCTEMU

JlucnancepHe criocTepexeHHs NallieHTiB, XBopux Ha 3BIJ]

Honatox 1. JedpiuuT aHTUTIIOYTBOpPEHHS: 1HQOpMalis Ui CIMEHHUX JIKapiB,
TEpaneBTiB, eAiaTpiB

Honarok 2. Pekomennanii mpo mpaBuia BBeJIEHHsS IMYHOIJIOOYIiHIB y CTalllOHAPHUX Ta
JIOMAIITHIX YMOBax

Honatok 3. IndopmoBaHa 3roja mali€eHTa Ha MPOBEIEHHS 3aMiCHOI Tepamii
BHYTPIIIHBOBEHHUMH IMyHOTJIO0YTiHAMU

Honarox 4. PexomeHnpanii 11010 3aCTOCYBaHHsS aHTHOIOTHKIB B JOMAIHIX YMOBax y
narieHTiB, XxBopux Ha 3BI/]

Crnucok nitepatypu



KaJIbLIIEBOTO

MEPEJIIK CKOPOYEHb

A-CCP AHTHTINIA 10 TUKIIYHOTO UTPYIIHOBOTO MENTHLY

ADNA-1 AHTuTina 1o ogHochipansHoi JJHK

ADNA-2 AmntuTina no neocmipansHoi JJHK

BAFF-R Peuentopuuii hakTop akruBoBaHuX B-mimdoruTis

CMV [HutomeraoBipyc

EBV Bipyc Enmreitna-bappa

ESID €Bporeiicbke TOBapUCTBO iIMYHOIE(IIUTIB

ICOS [HIyKOBaHUI KOCTUMYIISITOP

Ig ImyHornOOYNIiHN

RW Peakiis Baccepmana

Sa-aHTure” AHTHUTINA IO TUTPYIIHOBOTO BIMEHTHHY

SAP SLAM-acorifioBanuii mpoTein

TACI TpancmeMOpaHHMII ~ aKTUBAaTOp 1 TOCEPEAHHMK  B3a€MOJIi
MOJYJATOPA 1 HUKIO(LIIHOBOTO JIiraHaa

TNF Tymop HekpoTUyHUI PakTOp

X-AIT X-3yemnieHa araMariooyiniHemis

XIAP X-34yerieHu# 1Hr10iTOp anonTo3y

XLP X-34eruieHn# tiMponporidepaTHBHANA CHHIPOM

AlIT AyTOIMYHHHIA TUPEOITUT

AJIT AnaniHaMmiHOTpaHchepasa

AHA AHTHHYKJI€apH] aHTHUTLIa

ACT AcnapraramiHoTpaHchepasa

BBIT" BHyTpilIHbOBEHHI IMyHOTJIO0YIIHU

BIC Bipyc renarury C

BUI Bipyc imyHOI€(hIINUTY TIOJUHI

BOO3 BcecBiTHs opraHizaliisi OXOPOHH 3710pOB’s

B/B BHyTpilIHEOBEHHO

ITT I'amma-rnyraminTpancdepasza

I'PBI I'octpi pecnipaTopHi BipycHi iH(EKIiT

JHK Jle30kcupiOOHYKIIETHOBA KUCTOTA

3BIJ 3aranbHUM BapiaOenbHUN IMyHOAEPIUT

3LPMC 3aranbHOJEPKaBHUN LEHTP pO3pOOKH Ta MOHITOPUHTY JOTPUMAHHS MEIUYHHUX
CTaHJapTIiB

I IaTepneiikinu

IC Imynna cucrema

IDA ImyHodepmenTHuUIi aHaN3

I®H IaTepdeponn

KH Kniniuna HacTaHoBa

KT Kommn'torepaa Tomorpadis

MO3 MiHiCTepCTBO OXOPOHH 3/10POB’sI

MKX MixxkHapoaHa kinacudikaiis XBopoo

MPT MarniTHope3oHaHCHa ToMOorpadist
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I1/111
PHK
PD
CHI/JL
CPII
T3

T4
TTIC
LIK
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IKT
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V31
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[lepBunHnuit imynoaedinut
[TonimepasHa JIaHIFOTOBa peaKilis
[MigmkipaO

PubonyxiieinoBa kucioTa
PeBmodaxkTtop

Cunapom HaOyToro iMyHOAEPIITUTY
C-peakTuBHUI NPOTETH
TPUHOATUPOHIH 3arajJbHUM 1 BUIbHUH
TUPOKCHUH 3arajibHUi 1 BUTbHUN
TupeornoOysnin

[upkymnrorodi iMyHHI KOMIUIEKCH
[{utomeranoBipyc
[II1ryHKOBO-KHAIIKOBUM TPAKT
[IBUAKICTH OCITaHHS €PUTPOIIUTIB
VYapTpa3BykoBa J1arHOCTHKA
Hupkymrorodi iIMyHHI KOMILIEKCH
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IHepeamosBa
MYJIbTHAMCUUIIIHAPHOI PO00Y0i TPYNH 3 ONPANIOBAHHA MeIMKO-TEXHOJIOTTYHUX
AOKYMEHTIB 3i cTaHJAapTU3aLii MeUYHOI JONMOMOIH HAa 3acajax J0KA30B0I MeIMIIMHN XBOPUM
Ha 3arajibHuii BapiaGeabHuil (mepBUHHUI) iMmyHoaedinmuT

Bnepmie B Ykpaini po3pobieHa AjganToBaHa KJIiHIYHA HACTaHOBAa 3a TEMOIO 3arajbHUN
BapiabenbHuil (MepBUHHUI) IMyHOAE(]IINUT, B OCHOBY SKOi MOKJIAJCHI JDKepesa JOKa30BUX JTaHUX
mo0 Oe3neku Ta €PEeKTMBHOCTI MEIAWYHUX BTpydaHb. Po3poOKka IBbOTO JOKYMEHTY 3iilCHEHa
BIJIOBITHO JI0 KPaIIMX METOOJIOTIYHUX MPUHIIMITIB CTBOPSHHS KIIIHIYHUX pEKOMEHAIIIH, 30KpemMa
SING 50 — IToci6Huk misi po3poOHMKIB HaTcaHOB. OCHOBOTMOJIOXKHI MPUHIIUIHN I1i€T METOI0OTIi
3arBepkeHi HakazoM MO3 Vkpainm Big 28 BepecHs 2012 poky Ne 751 «IIpo ctBopeHHs Ta
BIIPOBA/KCHHSI MEIUKO-TEXHOJIOTITYHUX JOKYMEHTIB 31 CTaHAapTH3alii MeIW4YHOi JOMOMOTH B
cucreMi MiHICTepCTBa OXOPOHHU 3JI0pOB’S YKpaiHU», 3apeecTpOBaHUM B MIHICTEPCTBI FOCTHUIIT
VYxpainu 29 nuctonana 2012 poxy 3a Ne 2001/22313. Lleit Haka3 MiCTUTh METOJOJIOTIUHI 3acaau
amanTamii kiniHigHUX HactaHoB (KH) Ta po3poOku yHi(iKOBaHMX KITIHIYHHX MPOTOKOIIB MEAMYHOI
nonomoru (YKIIM/).

Kniniuna nacranoBa (Clinical practice guidelines) — me TBepmkeHHs, 10 po3poOiieHi 3
BUKOPHUCTAHHAM BU3HAYEHOI METOAOJOTrI], METOIO SKO1 € JOMOMOra JIKapio 1 XBOPOMY B MPUHHATTI
pIlIEHHS 1010 MTPOBEACHHS PAliOHATBHUX BTPYYaHb y IEBHUX KITIHIYHUX CUTYaIlIsX.

BnpoBamkennss KH B oxopoHy 310poB’ss YkpaiHu 3IIHCHIOETHCS NUISXOM aganTaiii Bxe
ICHYIOUMX KIIIHIYHUX HACTaHOB, SIKI PO3pOOJIEHI Ha 3acajax JOKa30BOI MEAWIMHH Yy BiJOMHUX
cBitoBux 1eHTpax — NICE (Anrmis), SIGN (Ilotnannis), AHRQ (CILA), HEN WHO (BOO3),
NZGG (Hosa 3enangis) ta in. KimiHigyHI HacTaHOBH, IO pO3poOJICHI Ha HAYKOBIH OCHOBI, MAalOTh
OCHOBHI 03HAKHU, KOTP1 BiMOBIIal0Th Ha3B1, BA3HAYECHHIO Ta 3MICTY KJIIHIYHUX HACTAHOB, a CaMe:

® HasBHICTb MEPENiKy YWICHIB MyIbTHAUCIUILITIHAPHOT poO0OYOi rpymu;
® HasBHICTb 30BHINIHIX PEIICH3EHTIB;

® BH3HAUEHHS JATU MEPErISIy KIIHIYHOT HACTaHOBH;

® HasBHICTb UIKAJIM PIBHIB JOKA30BOCTI y KIJIIHIYHIN HACTAHOBI;

® CIHCOK MEPIIOKEPENT JIiTepaTypu (CTAaTTi 3a Pe3yslbTaTaMHu PaHIOMI30BaHUX KITHIYHUX
JOCIIJKEeHb, MeTa-aHaJ13u, OJISAN JTITepaTypH TOILO).

BriposioBk OCTaHHIX J€CATUPIY y BCbOMY CBITI JUIsl 3a0€3ME€UEHHS SIKOCTI Ta €(EKTUBHOCTI
MEINYHOI JTOTIOMOTH JJIsi CTBOPEHHSI SIKICHUX KJIIHIYHUX MPOTOKOJIIB Ta/ab0 MEJUYHUX CTaHIapTIB
SIK TPETUHHE JDKEPEIIO JOKa30BOI MEAMIIMHU BUKOPHCTOBYIOTHCS KIIIHIYHI HACTAHOBH.

OOpana Tema i ajanTaiii 3yMoBlieHa ii akTyajbHICTIO B YKpaiHi. BibiiicTe maui€eHTiB,
XBOpUX Ha 3arajgpHuil BapiaOenbHUM 1mMyHozxediuut (3BIJl), mpoxonsTe IiKyBaHHS SIK B
amMOynaTOpHMX (MOJIKJIIHIYHUX), TaK 1 CTalllOHApHUX yMOBaxX MEAWYHMX 3akialiB. CBiToBHIHA
nocBin, ysaraapHeHuid BOO3, cBimuuTh Tpo TE, MO CBOE€YACHA JIarHOCTHKA, MpPU3HAYAHHS
a/IeKBaTHOI ~MEJMKAaMEHTO3HOI Tepamii, TpPOBEACHHS 3aXOIB TEPBHHHOI Ta BTOPUHHOI
npo(diIaKTUKU, 3a]y4eHHs 10 y4acTi B MPOIleC JIKyBaHHS 1 MPOQIIaKTUKU MAIlEHTIB Ta YIEHIB iX
POJIMH 3aTPUMYe€ MPOTPECYBaHHS 3aXBOPIOBAHHS, 3HWXKYE PU3HK BUHUKHEHHS YCKIIaJHEHb, CIIPHE
MOJIIIICHHIO SIKOCT1 KHUTTS Ta 30€peXeHHIO Mpane3faTHocTi. EQexTUBHICTh Al jJikaps Npu
JIKYyBaHHI KOKHOTO KOHKPETHOTO TMallieHTa B JIOCATHEHHI YCHIXiB IIOAO KOHTPOJIO XBOPOOU
3HAYHOIO MIPOIO 3aJE€KUTh B1Jl Y3rOJKEHOCTI J1i JIiKapiB 3arajJbHOI MPAKTHUKU — CIMEHHUX JIIKapiB,
TEpaneBTiB, EeIaTPiB, JIKAPIB-IMYHOJIOTIB (IOPOCIUX Ta AUTAUYMX), a TAKOXK JIKapiB, sIKi HAAAIOTh
BTOPUHHY MEIWYHY JIOTIOMOTY, IO 3arajoM JOIIOMOXe 3a0e3NMeUnTH €IWHUN TIarHOCTUYHUH i
JKyBaJIbHO-A1arHOCTHYHUH miaxia. Came 1e 3aBaaHHs poOoya rpymna po3risaaia sik OCHOBY IpHU
MIrOTOBIIl  a/lalTOBAaHOI  KJIIHIYHOI HAcTaHOBM «3arajibHUi  BapiaOelbHUN  (MIEpBUHHUIN)
iMyHOIeDILUTY.

Hesaxaroun Ha Te, mo OunbimicTs nepBuHHUX IMyHOmedimutiB (ITIJI) BepudikyroThcsa y
PaHHBOMY JUTHUHCTBI, HAMOUTBII MOIIMPEHUM Ta KIIHIYHO 3HAYYLIUM CEepel JOPOCIOro HaceJIeHHs
€ 3aranpbHUi BapiaGenpHul iMyHoaedinut (3BIM), skuii Haituactime MaHidecTye Ha TOYATKY
JIPYTOro 1 TPEThOTO NEeCATUIITTS KUTTA. Panne BusiBinerds 3BIJ] 1o nmosiBu cepito3HuX iHGEKIIHHIX
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YCKIIQJHEHB, 103BOJISIE HE CTABUTH i1 3arp03y 3arajibHUM CTaH Malli€HTa, a TAKOX € BAXKIMBUM IS
’KMTTEBOIO MPOTHO3Y Mpo0aH/a Ta Ui CBOEYACHOTO FEHETUYHOIO KOHCYJIBTYBAHHS CIM'T.

Cimeiini nikapi, TepaneBTH Ta NeAiaTpu MoBUHHI posrisaaatu 3B/l sk MoxIuBUil TiarHO3 Yy
MAIi€HTIB 3 YaCTHMMH PELUHUIUBAMH 3aXBOPIOBaHb 1H(EKIIIHOTO TeHE3y, OCOOJMBO 3 TPHUBAIUM
nepebiroM Ta pe3ucTeHTHHX 10 aHTuOioTukoreparii. EdexkruBna inentudikanis 3Bl B pamkax
BEJIMKOI KUJIBKOCTI MOTEHIIIHHUX BHUMAAKIB IMyHOAE(IUTIB (IEpBUHHUX 1 BTOPUHHUX/HAOYTHX) €
JOCUTHh CKJIAJJHUM BHIIPOOYBAHHSIM JUIS JIIKApiB 3arajbHOi MpakTHKH. OmyOmiKoBaHi MPOTOKOJIN
miarHoctukd  3BIJI 3 TpammmiiiHoro  kiacudikarliero, sSka  0a3yerbcss  Ha  AedinMTi
aHTUTIIOyTBOpeHHs, T-mimdoruTie, B-nimponntis, Ha naHuii yac noTpeOylOTh JOMOBHEHHS, a B
JesKUX BUTAIKax 1 3MiH. [IpaBuiabHa MiarHOCTHKA Ii€l MPUPOKEHOIT MaToJIoTii BUMarae 6a3oBUX
3HaHb OynoBM Ta (YHKIIOHYBaHHA IMYHHOI CHCTEMH, JOCTYIy /O BIANOBIIHUX METOJIB
71a00paTOPHOT I1arHOCTUKH, 110 HE 3aBXAM MOXIIMBO JJIS JIKapiB 3arajbHOi NpakTuku. Ha ocHOBI
pe3yibTaTiB poOOTH KIiHIYHOT poOouoi rpynu €Bporneiicbkoro ToBapucTsa iMmyHoaedinutis (ESID)
0yB cxnaaenuid YKIIM/I nns giarnoctuxu ta Beaennst 3BIJI. Lleit mpoTokon 6a3yeThcsi Ha OCHOBI
JYMOK, 3HaHb Ta JIOCBIy €KCIEPTiB, IPAaBUWIbHICTH KOTPUX MEPEBIPAETHCS KIIHIYHOIO MPAKTHKOIO.
bararoctyneneBa KOHCTPYKLis HPOTOKOJIy JO3BOJISIE CBO€YacHO BHsBIATH Moxiusuil I11J] B
TAIIE€HTIB, SIKI 3BEPTAIOTHCS B JIIKYBaJbHI YCTAHOBH, BUKOPHCTOBYIOYH MPOCTI CKPUHIHT-TECTH Ha
MOYAaTKOBOMY €Tami MPOTOKOJIBHOTO AOCHTIKEHHsS. Binbil ckiagHi ¥ AOPOroBapTICHI TECTH s
OCTaTOYHO! JIarHOCTUKY MOBUHHI MPOBOJUTHCS HA €Tall MOJAIBIIOI JIarHOCTHKH B CIIIBIIpali 3
JiKapsMU IMyHOJIOTaMU, TeHETUKAMHU, JJa0OpaHTaMHU CIIeliai30BaHUX METUYHUX YCTAHOB/IIEHTPIB.

be3zanepeunum € Toil ¢axT, mo Ha MPOTHBAry (paxoBOMy KOHCEHCYCY, KIIHIUYHI HACTaHOBH
PO3pOOIIAIOTECS BUKIOYHO HAa OCHOBI HAyKOBO JOBEJCHHUX JAaHUX, B OOOB’S3KOBOMY HOPSAKY
MICTSITh TIOCHJIAHHS Ha MEPBUHHI Ta BTOPUHHI JDKEepela JOKa30BUX JaHuX (paHAOMi30BaHi KIiHIYHI
JOCTIIPKeHHS, MeTa-aHalli3d, CUCTEeMAaTU4yHl OrJsAu Ta 1H.) Ta IIKaly Tpajaiii J0Ka30BOCTI
(A,B,C,D) 3 BiImoBiIHUMH TO3HAYEHHSMH MO TEKCTYy HACTAHOBH PIiBHS JJOKa30BOCTI NMEBHUX il
MOJIOKEHb.

3anporoHoBaHa aJanToBaHa KJIIHIYHA HACTAaHOBA HE MOBHUHHA PO3IIHIOBATUCH K CTaHAAPT
MEJAMYHOTO JIIKYBaHHS Ta 11 HE MOXKHA PO3TJISAATH SIK MOCIOHUK, 110 BKJIFOYAE BCl HEOOX1THI METOIU
JiKyBaHHS a0o0, HaBmaku, BUKIIo4ae iHII. Jorpumanus nonoxens KH He rapantye ycmimsoro
JIKyBaHHS B KO)KHOMY KOHKPETHOMY BUIaIKy. OcTaTo4He pillIeHHS CTOCOBHO BUOOPY KOHKPETHOT
KIIIHIYHOI Iponeaypy abo MmiiaHy JIKyBaHHs [MOBUHEH NMpHUIIMATH JIKap 3 ypaXyBaHHSAM KJIIHIYHOTO
CTaHy Malli€HTa Ta MOXKJIMBOCTEH /JIs1 IPOBEAECHHS 3aX0/iB JIarHOCTUKY 1 JIKYBaHHS B MEJUUYHOMY
3aKJIal.

AnanToBaHa KJiHIYHA HacTaHOBa «3arajibHUil BapiaOenbHUU (MEpBUHHUIN) IMyHOAEDILUTY,
BIJINOBIIHO /10 CBOTO BHM3HAYEHHS, MAa€ HAa MET1 HaJaHHS JOMOMOTH JIKapio ¥ MaIli€HTy IMI0A0
OPUNAHATTS PALIOHAJIBHOIO pIIIEHHS B PI3HUX KIIIHIYHUX CHUTYyalisX, CIyrye iHpopMaliiHow
HIATPUMKOIO L10JI0 HaWKpaIloi KJIHIYHOI MPaKTUKU Ha OCHOBI JI0Ka31B €()eKTUBHOCTI 3aCTOCYBaHHS
NEBHUX MEIUYHUX TEXHOJIOT1H, JTIKiB Ta OpraHizalifHUX 3acaj MEIUYHOT TOTIOMOTH.

KriniyHa HactaHOBa — 1€ peKOMEHAALIMHUI TOKYMEHT 3 HaWKpaiioi MeAMYHOI MPaKTHUKH,
3aCHOBAHOI Ha J0Ka3axX €(EeKTHUBHOCTI, B MEPIIYy Yepry, MUl MPAKTUKYIOUYHX JiKapiB, K HA/AIOTh
SIK TIEPBUHHY, TaK 1 BTOPUHHY MEIMYHY JIOTIOMOTY.

[lomana apmanToBaHa KIIIHIYHA HacTaHoBa Mae OyTH meperjisiHyra He misHime 2018 p.
MYJbTUAUCIUILTIHAPHOIO pOO0OYOI0 TPYNOI0 32 YYacTIO TOJOBHOIO IO3AIITAaTHOIO CreliaicTa
MO3 VYkpainu, NpakTUKYIOUHX JiKapiB, SKI HAJalOTh NMEPBUHHY 1 BTOPUHHY MEIUYHY JIOTIOMOTY,
HAyKOBIIIB, OpPraHi3aTOpiB OXOPOHH 370pOB’, TMPEACTAaBHUKIB YKpaiHCBKOIO TOBAapHCTBa
CHeUiaicTiB 3 IMyHOJIOTI], aJeproJyorii Ta iMyHopeabiiTanii, IpeJCTaBHUKIB 1HIINX IPOMAJCHKUX
oprasi3ariii, 1o 3aiikaBJieHl B MMiIBUIIECHH] IKOCTI MEMYHOI JOTIOMOTH Ta iH.

CuHTe3 HACTAHOBU

B ocHOBy anmanToBaHOi KIIHIYHOT HacTaHOBU «3arajibHUi BapiaOenbHUN (TIEPBUHHUN)
IMyHOIE(PIIIUT» TOKIAICHO JDKEpesia JOKAa30BOi MEIUIIMHM Ta OKpPEeMi TOJOXKECHHS KIHIYHUX
HACTaHOB, 110 pO3p00JIeHI B OCTaHHI POKH, 30KpeMa:

1.Diagnostic and Clinical Care Guidelines for Primary Immunodeficiency Diseases, 2nd
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Edition. Immune Deficiency Foundation, 2009

2.Primary Immunodeficiency Diseases: a practical guide for clinicians. Postgrad Med J,
Canada, USA, 2009

3.Clinical Update in Immunoglobulin Therapy for Primary Immunodeficiency Diseases.
Immune Deficiency Foundation, 2011

4.Common Variable Immunodeficiency (CVID) - diagnosis and management. United
Kingdom Primary Immunodeficiency Network (UKPIN) — Standards of care. ESID diagnostic
criteria for PID, 2011

5.Practice parameter for the diagnosis and management of Primary Immunodeficiency
Diseases. American Academy of Allergy, Asthma and Immunology, American College of Allergy,
Asthma and Immunology, 2005

6.Elena S. Resnick, Erin L. Moshier, James H. Godbold and Charlotte Cunningham-Rundles.
Morbidity and mortality in common variable immune deficiency over 4 decades — 2012

7.Eight Guiding Principles for Effective Use of IVIG for Patients with Primary
Immunodeficiency. Appendix One: Detailed explanation of the eight guiding principals for safe,
effective and appropriate use of IVIG. A sanctioned statement of the AAAAI. American Academy
of Allergy Asthma & Immunology

8.ESID Registry — Working Definitions for Clinical Diagnosis of PID, 2014.

Orinka METOJIOTIYHOI IKOCTI 00panux ais amantaiii KH 3nificHioBanmacs po60o4oro rpymoro 3a
nornomMororo Bukopuctanus iHcTtpymeHTy AGREE, Bci matepiany cTOCOBHO BHOOpY Ta OIIHKH
MPOTOTHITIB 3aI0KyMEHTOBAHO.

Kpim Toro, pobGoua rpyrma Takok BUKOPUCTAJa 1HIII JKepena HayKOBO1 JiTepaTypu:

- Yom’sxk B.B., Koctiouenko JI.B., Pomanummun S.FO. AnroputM HajgaHHS MEIUYHOL
JIOTIOMOTY XBOPHUM Ha MepBHHHI iMyHOoaedinuTn // Metonuuni pekomenaanii. — Kuis, 2012.- 54 c.;

- Hmmynonedpunuraeie 6one3nu yenoseka/ Manbues [[.B. u ap.; mox pea. Mansuesa /1.B.,
Kasmupuyk B.E.; UH-T umMmmyHonorun u amneprosorun Ham. men. Yu-ta mu. A.A. boromonbla
MO3 Vkpaunsl.-K.: @enukc, 2012. — 600 c.

- Juraua imyHonoris: niapyunux/ JI.I.Uepuumosa, A.I1. Bonoxa, JI.B. KocTtiouenko Ta iH.;
3a pen. npod. JI.I.YUepuumonroi, A.Il. Bonoxu. — K.: BCB «Menununay, 2013. — 720c.
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1. EHIAEMIOJIOI'TA 3AT'AJIBHOI'O BAPIABEJIBHOT'O IMYHOIE®ILIUTY

3aranpHuil BapiabenbHuii iMyHomedinuT (3BIJ) — me reHeTWyHO TeTeporeHHa Tpymna
ne(deKTiB IMyHHOI CHCTEMH, II0 XapaKTEePU3YEThCS TimoraMaryiioOyjdiHeMmiero 3 AehiluTOM
IIOHaMMEHIIIe IBOX KJjaciB iMyHornoOymiHiB (nepeBakno IgG Ta IgA i/a6o IgM) npu HOpManbHIN
a00 3HWXKEHIH KUIBKOCTI B-mimMpornuTiB, MABUIIEHMM PH3UKOM PO3BHTKY XBOPOO 1H(EKIIHHOTO
reHe3y, a B JISSIKUX XBOPUX — 3 (POPMYBAaHHSIM ayTOIMYHHUX Ta IPaHyJIEeMaTO3HUX YCKIIAJIHEHb.

Primary Immunodeficiency Diseases: a practical guide for clinicians. Postgrad Med J,
Canada, USA, 2009

[Mommpenicts 3BI/] 3aranom orintoeTses B aiamaszoni Big 1:25 000 mo 1:50 000. B €Bpori Ta
[TiBHI4YHIN AMepHIll TOIMHUPEHICTh i€l XBOPOOU KoymBaeThes B Mexkax Bix 1:10 000 go 1:50 000
HacelleHHs. 3a TJaHUMU 3arajibHOHaIioHaapHOro qociimkenns B CIIA momupenicts 3BIJ ckmanae
1:42 000 nacenennsi. Cepen mpeacTaBHUKIB a31aTChbKOTO MOXOHKeHHS Ta adpoamepukaniiis 3B/
3yctpivaerbes pimme. [lommpenicts 3BIJ B Pocii emigemionoriyHUMU JOCTIIPKCHHSIMU HE
BHBYAJIaCh, OJIHAK 3a OIIHKOI MPOBITHUX pPOCIHChKUX iMyHOJoriB 90% miteit 3 IIIJ] B Pocii
NOMHUPAIOTh HenmiarHocroBanuMu. Y Pocii, 3a pi3HMMH OLiHKaMu, 3apeecTpoBaHo 1,5-2 Tucsdi
namienTiB i3 3BI/I.

Komenmap pobouoi cpynu

Oonosnaunoi oymku wo0o nowupernocmi 3BI/[ nemae. Llett imynooeghiyum sionocumvcs 00
epynu IIlJ]. CyuacHi pieni ceimoesoi odiacnocmuxu nokazyioms, wo I 3 8 000-10 000 nwooeii €
nocismu IIIJ]. T1l]] 6 €8poni 6dice ne npuiinamo esadcamu pioxichum saxsopiosanusm. Cymapra
nowupenicmo II[/] nesiooma, oonax, 3a oyinkamu Immune Deficiency Foundation (CIIIA), yet
noKasHux y 4 pazu nepesuwgye wacmomy myxkosicyuoosy. Ha cbo2o00mui ioenmugpixosano dinvue 250
piznux ghopm I11J].

3a oanumu oghiyitinoi cmamucmuxu MO3 ¢ Vkpaini eepughixosano xeéopux na I/ (D80-D84
6ionogiono 0o MKX-10) y 2008 p. — 149 (0,4 na 100 muc. nacenenns);, 2009 p. — 160 (0,6 na
100 muc. nacenenns); 2010 p. — 120 (0,4 na 100 muc. nacenenns); 2011p. — 120 (0,3 na 100 muc.
Hacenenns);, 2012 p. — 134 (0,3 na 100 muc. nacenenns). 3a 36imamu 2ono06nux ¢axisyie 3 ouma4oi
iMyHOI02I] KinbKicmb nayienmie i3 ecmaHnosieHum oiacnozom 3B/ cknaoae 29 oimeii, a ceped
odopocnozo Hacenenwsi — 17 xeopux. L[i Oawi € 3HAuUHOIO MIpOWO 3AHUdNCEHI Yy 38 53KV 3
2IN00iacHOCMUKOIO HA PI3HUX PIBHAX HAOAHHSA MeOUYHOi donomozu. 3 02110y Ha nowupenicmo 3B/
(1:50 000) rinvxicme nayienmis 3 yum diacnozom 6 Yrpaini nosunna nepesuugysamu 900 oci6.

Hessaoxcarouu na yoockonanenus ymog OiacHOCMUKU 3d OCMAHHI POKU 8 pe2ioHax, 4acmo
0imaM 8UCNABNIAIOMbC HENPasUIbHi 0iacHo3U [ 6azamo 3 HUX, 0COOIUBO HEMOBIAMA 3 MANCKOIO
¢opmoro  imyHoOepiyumuux cmawuie, eunyme y 6iyi 2-4 micayig. YV Mmeouko-eKoOHOMIUHUX
cmanoapmax Oepoicasu I/ ¢icypyioms mineku y oimeul 0o 18 pokie. Ilicis nosnonimms maxi
X60pI «3HUKAIOMb» 3 CMAMUCMUYHUX OAHUX [ IX JNIKY8aHHA He (DiHaHCYEMbCA 34 OCHOBHUM
3axseoprosannam. Yacmuna xeopux na I1l/], axi ompumyioms adekeammny mepaniio 3 OUmMa4020 6iKy,
He Malomb KIIHIYHUX O3HAK IHBANIOHOCMI, WO NOo30aséisae iX COYianbHOI NIOMPUMKU 31 CMOPOHU
0epaicasu 8 O0POCIOMY 8iYi, He36aNCaAIOYU HA me, WO IMYHON02TuHUL JiacHo3 eepughikosanuil. Tomy,
He36aCarO4U HA HeeluKe YUCIO 3apeccmposaHux 6 Ykpaini xeopux, ane msaxckuil nepeoie I11/],
OUKMYEMbC HeOOXIOHICMb NOOAILUUUX OOCTIONCEHb, CKEPOBAHUX HA BUBYEHHS IX nowupeHocmi i
onmumizayilo MeoOuuHoi 00noMo2u nayicHmam 3 OaHo NAMoI02Icl0.

CepenHiil BIK MOYaTKy KJIIHIYHUX IPOSBIB MPHUIIAJAE HA JIpyre AECATHIITTA, a Bepudikaris
3BI/l — Ha TpeTe ACCATHIITTS KXUTTA. Y Billi 10 20 poKiB BUSBISIOTH Juile 6au3bko 20% XBOpHX
Ha 3BI/I. HocroBipHa miarnoctuka 3BIJ] BinOyBaeTbes 13 3amizHeHHSAM Ha 4-9 pokiB. Yo0JIOBIKH 1
KIHKM XBOPIIOTh 3 OJHAKOBOIO YAacTOTOIO0. ['iMO/iarHOCTHKA € TOJIOBHUM PU3HMKOM Ul XBOPUX Y
3B’SI3Ky 3 THM, M0 MpodiJakTUKa 1 KOHTPOJb 3a PO3BUTKOM YCKJIAJAHEHb (HAIPHUKIIAT,
OpOHXOEKTa3iB) Oe3MOCepeHbO 3ANEKHUTh BiJl PaHHBOI JIarHOCTUKM Ta BYACHO PO3IOYATOTO
aZiekBaTHOro JiKyBaHHS. Y BenukoOputaHii BuyacHO aiarHoctyeTbes jumie 50% Bil O4iKyBaHUX
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BUMAJKIB, 3arainoM, 95% sumankiB 3BIJ] miarHOCTYIOTbCS TiMBKH MicAS 5 POKIB Bifl MOYATKY
KJIIHIYHUX TposBiB. Lli maHi 7101aTKOBO BKa3ylOTh HAa HEJAOCTATHIM PIBEHb IarHOCTHKH HaBITH y
BHCOKO PO3BUHEHUX KpaiHaX CBiTY.

Komenmap Pobouoi epynu:

3a pesynomamamu oocnioxcennsn 248 xeopux, sxi 6yau nposedeni Conningham-Rundles C. i
Bodian C. 3 Imynonozciunoeo Llenmpy CILIA (1999 p.), 3BI/ mooice manichecmysamu 6 6y0vb-sikomy
8iyi npomsieom xcumms. Jlesskumu O0CAIONCEHHAMU 008EOeHO, WO 8 UYOJ0GIKI8 Ye 3aX60PIOAHHS
oebromye dewjo yacmiute i paniute, nixc y scinox (Conningnam-Rundles C., Bodian C.; Quinu .,
Soresina A., Spadaro G.; Oksenhendler E., Gerard L., Fieschi C.). V mnawiu xpaini
cnocmepieaemvcsi cmilike 30inbueHHs Kilbkocmi eusgnenux xeopux Ha IIl/], wo nos’sazamo 3
KitbKoMa gaxmopamu. no-nepuie, 30i1bUIAcC KilbKiCMb JIKAPIG-KAIHIYHUX IMYHONO02I8, 6 M.U.
OUmMAYUX IMYHON02I8, AKI NOCMIUHO 800CKOHAMIOIOMb C8ill K8ANiiKayiuHull pigensb, no-opyee,
nokpawunacs oiaecHocmuka imyHoOeghiyumis, 6 m.u. NEPEUHHUX 34 PAXYHOK BUKOPUCMAHHA
cyuacHo2o 1abopamoproco 00IAOHAHHA MA HOBUX Memo0ig diacHocmuku. Y Oinvwiocmi nikapie
chopmysanocsy cmitike ysaeieHHsA NPO 0COOIUBOCMI NEPEUHHUX/NPUPOOICEHUX IMYHOOepiyumis 5K
3ax60prosanb OUMAYO20 GIKY uepe3 pauiuie 3apiKcos8any UCOKY Oumsady CMEpmHICMb 8i0 HUX.
3ae0sKu 800CKOHANEHHIO OIACHOCMUKU MA CYYACHOMY JIIKY8AHHIO MpU8alicms scumms oimeu 3
1] 30invwyemocs. Mesaxi IIJ], nanpuxnad oOegexmu anmuminioymeopeHnus, 0ebromyloms He
mineku 6 oumsa4omy 6iyi, a u nicia 15 pokie. V dopociux naubinew yacmum I1[J]] 3 oeppexmom
NPOOYKYIT aHmumin € 3a2aniphutll sapiabenvrutl iMynooegiyum. Y cumy moeo, wo 3Bl noku we ne
PO30iNenuli Ha CKIA008i CUHOPOMU, Yeli NPUPOOA*CEHUU IMYHOOeiyum € 0OHUM 3 HAUNOWUPEHTUUUX
NEePBUHHUX IMYHOOeDIYUMHUX 3AX60PIOBAHD.

Taxkum uunom, npobrema egpexmuenoi diacnocmuku ma niKyeanus 3BI/] ceped nacenenms
Ykpainu nompebye nooanvwioi axmueizayii 3ycuiv MeOUYHUX NPAYIHUKIE 3aK1A0I8 OXOPOHU
300p08’s, KOmpi HA0aomv NepeuHH)y MeOUdHy OONOMOZY, CHPAMOBAHUX HA BUABNIEHHS XGOPUX 3
BIONOBIOHUMU KIIHIYHUMU Nposeamu Xxeopodbu. Jluwe komnaekcHuul nioxio 00 eupiuieHHs yici
npobnemu Modice 3 4acom npuzeecmu 00 NONINUIeHHs NOKA3HUKIG cmawy 300pos's. Taxuti nioxio
8UMaA2A€ YIMKOI NOCII008HOCMI ma KOopouHayii Oill cneyianicmis, wjo 3a0iAHi Y npoyeci HAOaHHs.
MeouuHoi donomocu ma 30IlUCHIOIOMb X, Kepylouuch KIHIYHUMU HACMAHOBAMU WOOO Be0eHHs
xgopux 3 nioospoio na 3BIJ], po3pobienux na npuHyunax 00Ka3o80i MeouyuHu.

Elena S. Resnick, Erin L. Moshier, James H. Godbold and Charlotte Cunningham-Rundles.
Morbidity and mortality in common variable immune deficiency over 4 decades — 2012

3aXBOPIOBAHICTH TA CMEPTHICTh NPH 3arajJibHOMY BapiadeabHOMY iMyHoAepinuTi

[IpoananizoBaHo gemorpadiro, IMYHOJIOTIYHI TIOKa3HMKH, MEIWYHI YCKJIAJAHEHHS Ta
CTaTUCTHKY CMEPTHOCTI MAaLli€HTIB 13 3arajbHOBapiabedbHUM IMYHOAE(PIIMTOM MPOTAroM 4
necstunite y Hero-Mopky. Jliarsos Bepugikysapcs y Bini Big 20 10 40 pokis, ane 6mussko 20%
naiieHTiB Oyau monommumMu 20 pokiB. BiarepminoBana (Ha 6-7 pokiB) miarHoctuka 3BIJ] Oyna
MOB'sI3aHa 3 MPOSBU CHUMITOMIB Y MOJIOIOMY Billl 1 F€TEPOT€HHOIO MPUPOJOI0 3aXBOPIOBAHHS.
BinpiiicTe Mali€HTIB Mald HOPMaJIbHY KUIBKICTH mnepupepuyHux B-mimdoruTiB kpoBi Ha T
3HIDKEHOI KITBKOCTI NHPKYTIOYHX 130THMIB B-kimitna mam'sti (circulating isotype switched
memory B cells) (IgD"IgM"CD27"), nedexTHuX cOMATHYHHX TimepMyTaliidi Ta IOPYIIECHHS
dbopMyBaHHS TUIa3MAaTUYHUX KIITHH y KICTKOBOMY MO3KYy Ta 1HHIIMX TKaHWHax. CepeaHi piBHI
iMyHor100yniHy Oynu Hactynuumu: I1gG 246 mr/a, IgA 8 mr/mn i IgM 21 mr/nn; 22,6% manu 1gG
menire 100 mr/mi. ¥V vonosikiB aiarno3 3BIJ[ 6yB BepudikoBanuii panimie (cepenHiit Bik 30 pokiB),
HIX y XKiHOK (cepenHii Bik 33,5 pokiB). Y 94% mnarieHTiB y aHamHe3l Oynu iHdekii, B 68% —
HeiH(eKUiiHl yckiaanaHeHHs: 28,6% Maiu remarosoriuii abo opraHo-crenu@iyHi ayTOIMYHHI
peakitii, 28,5% — xpoHi4HI 3axBOproBaHHS JereHb; 11,2% — Oponxoekrasu, 15,4% — NUTYHKOBO-
KHILIKOBI 3amajibHl 3aXBOpPIOBaHHS, 5,9% — mopyuieHHs BCMOKTYBaHHsS, 9,7% — rpaHyneMaro3Hi
3axBoproBaHHs, 9,1% — 3aXBOpIOBAaHHS MMEYIHKY 1 renaturt, §,2% — mimdomu ta B 7,0% — iHII1 BUAH
paky. JXXiHKM Many BUIIMN BUXITHUN piBEHb CHUpPOBATKOBOTO IgM 1 Oynu OiiIbIN CXWUIBHUMH [0
po3BUTKY JiMpomu; 19,6% marieHTiB MOMepin, MalOuu 3HAYHO KOPOTIIMHN Tepio]l BUXKUBAHHS, HIXK
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KOHTPOJIbHI IPYNH HaceJIeHHS BiIOBITHO A0 cTaTi i Biky. Pu3uk cmepti B 11 paziB OyB BUIIUM 7151
MAII€HTIB 3 HEIHPEKUIHHUMU yCKIaJHEHHAMU. JlOBrocTpokoBe BMKHUBAHHS crioctepiraioch y 95%
namieHTiB  0e3 iH(ekuwiiHuX yckiaamHeHb npoTH 42% U1 manieHTiB 3 iHQEKIiHHUMEU
yckaagHeHHssMA. CMepTHICTH OyJia MoB's13aHa 3 HAsABHICTIO JIIM(OMH, T€MaTUTY, () YHKIIIOHATTbHUMH
ab0 CTPYKTypHHUMH 3MiHAMH 31 CTOPOHH JIET€HIB 1 IUTYHKOBO-KHIIKOBUMH 3aXBOPIOBaHHAMH 3/0€3
MajgbaObcopOIii. MeHIIoWw MiIpol0 CMEpTHICTh Oyina moB’s3aHa 3 OpPOHXOEKTATUYHOKI YH
IpaHyJeMaTO3HOI0 XBOPOOOIO, ayTOIMYHHHUMH 3aXBOPIOBAaHHSIMHM, IHIIUMH BHJIAaMH paky abo
crieHekToMier. CepenHiid BiK HA MOMEHT CMEpTi CTaHOBUB 44 pOKM JUIsl JKIHOK 1 42 POKH IJiA
YOJIOBIKIB.

[IpoBeneHO BU3HAYEHHS 3aJCKHOCTI JIAOOpPAaTOPHUX MapKepiB Bix  JaeMorpadiqamux
napameTpiB, MOB'SI3aHMX 31 CMEPTHICTIO Ta TMEPiOIOM BIKUBaHHA (BHKOpPHCTaHa MOJIEINb
nponopiiiHux pusukiB Kokca 3 mompaBkor Ha BiK IMPH BCTAaHOBJICHHI J11arHO3y). 3a KOXKEH piK
301IbIICHHS BIKYy Ha MOMEHT BCTaHOBJICHHS JIarHO3y PHU3HMK cMepTi 30iibmryBaBcs Ha 2,7%.
3HMKEHHS Nepiofly BWKMBaHHS OyJ0 MOB'S3aHO 3 BIKOM Ha MOMEHT BCTAaHOBJICHHS [iarHosy,
HIDKYUM 0a3oBuM piBHeM IgG, BummMm IgM 1 MeHmIIo KinbKicTio nepudepuyanx B-miMmponwuTis.
[Tpu BUBYEHHI IMYHOJOTIYHUX MapaMeTpiB, MOB'SI3aHUX 31 CMEPTHICTIO BCTAHOBJICHO, IO HUKYUN
6a3oBuii piBeHb cupoBaTkoBoro IgG, MeHmIa KiabKicTh B-nmimdouuTiB y nepudepudniii Kposi abo
3017IbIICHHS PIBHA CHpPOBAaTKOBOro IgM Ha MOMEHT BCTAaHOBIIGHHS JiarHO3y TMIOB's3aHl 3
MiJBUIICHOIO CMEpTHICTIO. JloBemeHW B3a€MO3B'S30K MDK BUXIJIHUMH IMYHOJIOTIYHUMHU
napamerpamu — cupoBaTkoBuM IgG, IgA, IgM, BiacotkoM B-nmimdonuris i1 i30TumniB komyranii B-
KIITHH TaM'siTi Ta WMOBIPHICTIO PO3BUTKY OyJb-sIKOTO 3 HEIH(QEKUIHHUX 3amajbHUX Ta
ayTOIMYHHMX YCKJIaJ{HEHb. BiIbII BUCOK] 3HAUE€HHS BUXIJHOIO piBHs cupoBaTkoBoro IgG abo IgA 1
OUTBII BUCOKHH BiICOTOK B-nmimdouutiB y nepudepudniii KpoBi ado i3otumiB komyTamii B-kiaitun
nam'aTi B MOMEHT BCTAHOBJICHHs J1arHO3y, HAJal0Th CYTTEBUI 3aXUCT NPOTH HEIH(EKLIHHUX
YCKIIQAHEHb. bBuTbIl HU3BKI pPiBHI 130THUHIB KoMmyTamii B-KmiTWH mam'aTi MiIBUINYIOTH PH3UK
ayTOIMyHHMX 3aXBOpPIOBaHb. bunblmn HM3bKI piBHI B-miMmdomnurie y nepudepuuniii Kkposi
HIBUIIYIOTh PU3MK HEMM(OMAaTO3HOTO pakKy, a OUIbII BHMCOKI piBHI cupoBaTkoBoro IgM
3011BIIYIOTh PU3HMK PO3BUTKY JiM(pOMHU. Bkl BUCOKI BUXIJHI piBHI cupoBaTKOBOro IgM 1 Oinbiu
HU3bKI piBHI B-nmiMdonuTiB 30UIbIIYIOTh PU3KMK 3aXBOPIOBAHHS NEYIHKM 1 PO3BUTKY TIEHaTHUTY.
binbir Hu3bKi piBHI cupoBatkoBoro IgG, IgA 1 IgM Ha nmovatky AOCiIKeHHs, MEHIIa KUTbKICTh B-
aiMbonuTiB a0 MEHIIAa KUIBKICTh 130THMIB KOMyTalii B-kiiTMH mam'sTi MiJBHUILYIOTh PH3UK
PO3BUTKY XPOHIYHOTO 3aXBOPIOBAHHS JICTCHb.
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2. MATOI'EHETUYHI TA IMYHOJIOI'TYHI MEXAHI3MH PO3BUTKY
3AT'AJIBHOI'O BAPIABEJIBHOI'O IMYHOAE®ILUTY

Clinical Update in Immunoglobulin Therapy for Primary Immunodeficiency Diseases.
Immune Deficiency Foundation, 2011
[TI1 3 mopyIieHHSM aHTUTIJIOYTBOPEHHS MOAUISIOTHCS HAa (PEHOTUIIYHI KaTeropii BiAMOBIAHO
710 3HaYeHb HACTYIHMX MOKa3HUKIB: 1) KUIbKiCTh/HAsBHICTh B-mimdouuTis; 2) piBeHb aHTUTLT; 3)
(G yHKIIIOHATbHA aKTHUBHICTH (SKICTh) aHTHTLUI (CTYIIHB BIMOBI/I HA 1H(EKITIHHI areHTH ).
Jlo mepumoi ¢eHoTuniuHOi Kateropii BiAHOCATBCA XBOpi 3 nedimuToM B-mimdouurtis, ski
HEOOXI1JTHI JUIsl MPOAYKIli aHTUTII. Y IIbOMY BHUIIQJKY CIOCTEPIra€ThCs HEBIAMOBIAHICTh KIJIBKOCTI
aHTUTIN 1X sAKocTi. Jlo i€l rpymu BiTHOCATBHCS: aramarioOymiHeMis 1 TSHKKUH KOMOIHOBaHUI
iMmyHOIEPIIUT, GOPMYBAHHS SKHX ACOIIOE 3 PI3HUMHU T€HETHYHUMH JIe(heKTaMHu.
Jlo apyroi ¢eHotuniuHoi Karteropii BiIHOCATHCS XBOPI 3 KUIBKICHHUM 1 AKICHUM JaedeKkTom
AHTUTUI Ha TI1 HOpMailbHOro umcia B-mimdorutie. Jlo mi€i rpynu BiAHOCSATHCS: 3arallbHUN
Bapiabenpuuil imyHonedinut (3BIM) i rinep-lgM-cunapom. OxHak, npuarHOIO (HOPMYBAaHHS IIHX
XBOPOO, K 1 OUIBIIOCTI aHTUTLIO3aTEKHUX IMYHOIS(DILUTIB, € HE TUIbKU T'€HeTHYHI JedeKTH, a i
BIUIMB €MIT€HETHYHHX Ta MIKITTUBUX (PaKTOPIB JTOBKIJLIS.
Jlo TpeThoi (GeHOTHMIYHOI Kareropii BITHOCATHCA XBOpPI 3 HOPMAIBHOK KUIBKICTIO B-
TiMQOIUTIB, OHAK 3 AKICHUM J1e(DEKTOM aHTHUTLI, HAPHUKIIAA, KOHKPETHUH AeIUT aHTUTII HA TIIi
HOPMAJIBHOTO PIBHS IMyHOTTIOOYITiHIB.
Jlo yeTBepTOl (PCHOTHITIYHOI KaTeropii BiAHOCATHCA XBOPI, B IKUX KUIBKICTh B-niMm¢ponuTis i
AKICTb QHTUTUI B ME€XKax HOpPMH, OJHAK BHABISETHCS JIEIIO 3HMXKEHA KOHLEHTpALlisl 3arajbHUX
IMYHOTJIOOYIiHIB. Y OUIBIIOCTI BHIAJAKIB € TPAaH3UTOPHI CHHIPOMH, HAINPHUKIAMI, TPAH3UTOPHA
rinoramarinoOyiiHeMis y AiTeH, Ipu KOTpild HE MOKHA OJJHO3HAYHO CTBEP/XKYBATH MPO T€HETUUHY
IPUPOY XBOpOOH, X0Ua i BCTAaHOBJICHHH 3B 530K 3 22q1 1 Mikpoaenemiero.
B okpemy kareropito HEOOXiTHO BiHECTH XBOPHUX 3 aHTUTiNO3anexHUM [11/] 31 3HIKEHHAM
onnoro 3 miaknacis IgG (IgGl, 1gG2, 1gG3) Ha T HOpMankHOI KUIbKOCTI B-miMponMTIB 1 AKOCTI
AHTUTIIL
[Tpu 3BIJ] TunoBumMu € nedexTH aHTUTUIOYTBOPEHHS, OJHAK 3a OCTaHHI POKHM BU3HA4eH1 U
1HIII1 IMYHOJIOT14YHI OPYIIEHHS.
1. JedekT anTuTiioyrBopenHsi. Haii0inbI XapakTepHUM € 3HKEHHS (K MIHIMYM Y 2 pa3u)
B KpOBI PiBHs IMyHOIJI00YIiHIB TpbOX ocHOBHUX KiaciB (IgG, IgM, IgA) aGo, mpunaiimHi,
nBox kiaciB 1gG, IgA 1/a6o IgM. Pisens IgG ckiagae Menmie 4 1/ y BCiX XBOpHUX, IPUUOMY
3HUXKYIOTBCS Bel cyOkitacu 1poro imynornooyminy (IgG1, IgG2, 19G3, 1gG4).
2. Jepextun B-mimpouurtiB. Y OiLnbpmocti XBOpHX YHCIO B-TiMQOUIUTIB 3HAXOAUTHCS Ha
HIDKHINA MeX1 HopMH abo fero 3HnxkeHe; y 10% XBOpHUX — 11 KIITHHHU MOBHICTIO BiJCYTHI.
®enorunosuil anami3z B-mim¢ponuTiB mokazaB 3HMKEHHS KUIBKOCTI B-miMonuTiB mam’saTi
(CD27") y 6inbIIocTi XBOpHX.
3. Hedpextun T-aimpoumtiB. JlocmipkeHHIMH JOBeICHO, 1m0 B xBopux Ha 3BIJ]
crioctepiraeTbes: migBUmEeHHS T-umToToKcHYHUX JiMdormrie (CD8Y), akruBoBaHMX
nimponutis (CD8'CD57%), wmitua mam’sti (CD4'CD29") rta sumkenns: T-xenmepis
(CD4"), marypanbuux kinepuux kiitua (CD167/CD56Y). JloBeneHa HasBHICTh YMCENbHHX
(GyHKIIOHATBbHUX MOpYILIEeHb T-11M(OIHUTIB.
4. JlepekTH MEHAPUTHHUX KJIITMH. BCTaHOBIIEHO NOpYIIEHHA MJO03piBaHHS, CEKpewlii Ta
perynstoproi ¢yskiii [JI-12; 3HMKEHHS BMICTY MIETOITHUX 1 JIM(OITHUX JACHAPUTHUX
KITITHH.
(Weiler C., Bankers-Fulbright J. Common variable immunodeficiency: test indications and
interpretations. Mayo Clin Proc 2005; 80 (9): 1187-1200.

Bergbreiter A., Salzer U. Common variable immunodeficiency: a multifaceted and puzzling
disorder. Expert. Rev. Clin. Immunol. 2009; 5(2): 167-180.

Cunningham-Rundles C., Radigan L. Deficient IL-12 and dendritic cell function in common
variable immune deficiency. Clin. Immunol. 2005; 115: 147-153.
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Berglund L. J., Wong S. W., Fulcher D. A. B-cell maturation defects in common variable
immunodeficiency and association with clinical features. Pathology 2008; 40: 288-294

Giovannetti, A., Pierdominici, M., Mazzetta, F., et al. Unravelling the complexity of T cell
abnormalities in common variable immunodeficiency. J Immunol. 2007 Mar 15; 178(6):3932-
3943))

Jlari OKpeMHX JOKa30BHX KIIHIKO-IMYHOJOTIYHUX JOCITIKEHb, MPOBEeIeHUX B €Bpomi Ta
CHIA, neMOHCTPYIOTh MMaTOTCHETHYHI Ta iIMyHOJIOTTYHI MexaHi3mu 3BI]I, Bka3zaHi HIKYE.

VY nocnimkennsx H.Chapel i ciBaBT. koHIeHTpanis IgM B cupoBaTtiii KpoBi Oyia B Mexkax
HopmMu (>0,51/m) y 12% namienrtiB. I[ligBumenns piBHs I[gM kopentoBano 3 pPO3BUTKOM
NOJIKIOHABHOT JiM(poinHOI iHOIIBTpalii 1 37M0IKICHUX HOBOYTBOPEHB JiM(OITHOPETUKYIAPHOT
CHUCTEeMHU. 3HWXKEHHS 4yucia B-mimdornuTiB un iX MOBHA BiACYTHICTh BKa3y€ Ha TSDKKUH mepedir
3BIJI Tta HecnpusATAMBHA mporHo3. Haiwacrime 3HWKEHHSA KUIbKOCTI  B-nmimdonwuris
cnoctepiraetecsi y xBopux Ha 3BIJ[ 3 medinutom ingykoBanoro koctumynsitopa (ICOS) abo
penenrtopa aktuBanii B-mimdpouutis (BAFF-R). ¥V 2008 pomi mpu mpoBeneHHI €BpOIEHCHKOTO
0araToleHTPOBOIO JOCIIIKEHHs 0YJI0 BCTAHOBJICHO, 110 3HaYHE 3HIKEHHS B-niMdonuTiB mam’ati
CD27" xopeltoe 3 BUCOKMM PU3MKOM PO3BHTKY CILUIEHOMETallil, TPaHyJIeMaTO3HOTO 3alajieHHs, a
30UTBIICHHS YUCIIa KX KIITUH KOPETIoE 3 JiM(paIeHONaTIENO.

Cunningham-Rundles C. i Bodian (1999) omucanu KIiHIKO-IMyHOJOTiYHUR craTyc 248
namieHTiB y Bimi Big 3 g0 79 pokiB 3 kiiHiuHMM giarHozom 3BIJI. Cepenniii Bik ManidecTarii
CHUMIITOMIB 1 BCTAaHOBJICHHS JiarHo3y npunajaaB Ha Bik 20-30 pokiB SK y YOJIOBIKIB, TaK 1 B KIHOK,
Xoua B YOJOBIKIB MaB Miclle OUIbII paHHIM KIiHIYHHE 1e00T XBopoOu. OKpiM 3HUKEHOI
KOHIIEHTpAIlli CHpPOBAaTKOBUX iMyHOrnoOymiHiB y 40% mamieHTiB BiJ3HAYanacs 3HIDKEHA
nporiideparuBHa peakiis T-miM(GOIUTIB Ha MITOreHH, 10 BKAa3yBall0 Ha MOPYIIEHHS KIITHHHOTO
IMyHITETY. YCKIaJHEHHS BKIIOYAIM ayTOIMyHHI XBOopoOM Ta mimdomu. [lokazHUK BMKMBaHHS
yepe3 20 pokiB micas Bepudikamii niaraosy 3BIJl cknaB 64% s 4omioBikiB 1 67% s KIHOK.
[Toxa3HuKM, TOB'sI3aH1 3 JeTalbHICTIO B 20-piuHUi Mepioj, BKIOYAIW HU3bKI CUPOBATKOBI PiBHI
IgG, 6unbn 3HmxkeHi T-miMdonuTapHi peakiii Ha GiToreMariarOTHHIH, 1 0COOIMBO — OUIBII HU3bKA
KUIBKICTh NepudeprnyHux B-nimdouuris.

VYV nochmimxennsax Konaparenko M.B.; Giovannetti A.; Vogelzang A. BCTaHOBIEHO
¢yHKIIOHaNbH1 mnopymieHHd T-miM@onMTIB, pI3KO BHpPaXXEHE MOPYILIEHHS MpodidepaTuBHOT
akTUBHOCTI JiMporuTiB 1 mpoaykiii IJI-2, miaBumenHs npoaykiii y-IH®, BiACYTHICTh aHTUTEH-
cnenu@iyHUX KIITUHU naM ATl yepe3 nedekt T-xmitunHOol perynanii B-nimdonuris. Conningnam-
Rundles C.; Bergbreiter A. i Salzer U. BcTaHOBWJIM aHOMAito criBBigHomeHHs 1JI-12/y-IOH,
NOpYILIEHHS IMyHOperyisauii 31 cropoHu JI-12. 3HnXKeHHs KUIBKOCTI IEHAPUTHUX KIITHH KOPEIoe
3 BHCOKUM PHU3UKOM (OpMYyBaHHsS ayTOIMYHHOI MaTOJOTi{, CIUIEHOMErajiii Ta IpaHyJeMaToO3HOTO
3arajeHHsl.

Komenmap Pobouoi cpynu:

Tonosnow  Odiaenocmuuno  3Hauumor  aabopamopuoro  o3uaxkor 3BI] €  Oeghexmu
AHMUMIIOYMBOPEHHS, A Came 3HUNCEHHS (AK MIHIMym y 2 pasu) y Kpo8i piGHs IMYHO2N00)NiHI8
mpwvox ocnoenux kaacie (IgG, IgM, IgA) abo, npunatimui, 08ox knacie IgG, 1gA i/abo IgM.

Cyuacui  moxcausocmi  IMYHONOCIYHOT OiaeHOCMUKU  00380JIAII0Mb  MAKONC B8CMAHOBUMU
namoeenemuyri Mexamizmu YUKOONCeHHs MUX YU iHWUX CKAA008UX IMYHHOI cucmemu 6 OKpemux
nayienmie 3 3BI/]. Lle 6 ceot0 uepey € sadxciueum He uuie 05l 6CMAHOBAEHHS 0IA2HO3Y, A U OJis
8UOOPY HANPAMKY 2EHEMUUHO20 0OCMENCEeHH Ma MepaneemuyHoi MmakmuKu.

NmmyHonepununTHbie 0osesnn 4esoBexa/ Maasues /I.B. u ap.; mox pen. MansueBa /I.B.,
Kasmupuyk B.E.; 2012

Hesaxxatoun Ha Te, mo OumbImicTh pisHOBUAIB 3BIJ] BimHOCHTBCS 10O CHOpPaAUYHUX,
MO3UTUBHUY CiMelHUN aHaMHe3 BUABIAEThCA ¥ 10-20% mamieHTiB. BiabImicTh CiIMEHHUX BUTIAJIKIB
XapaKTePU3YIOThCS ayTOCOMHO-JIOMIHAHTHUM THIIOM YCIAJIKyBaHHS, MPUYOMY B POJUYIB, OKpIM
3BIJI, BusBmsatoTh cenektuBHUM gedimut IgA. bims 10-20% cimelinnx Bumankiz  3BIJI
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YCMaIKOBYIOTBCS 3a ayTOCOMHO-PEIICCHBHHM THIIOM. Y pe3ylbTaTi TEHETUYHUX OCIIHKCHb
BU3HAYCHI MyTallli TeHiB JIOKyciB mopsia 3 perionom HLA Ha xpomocomax 6, 4q, 16q (ICOS;
TNFRSFI3B, skuii komye TACI; CDI19; CD20; CD8I; BAFF-R/TNFRSFI13C; MSHS), sxi
cripusitoth popmyBanHio 3BI/I.

Grimbacher B. Ta i1. (2003) moBiqoMmIH Mpo YOTUPHOX MAaIli€HTIB Yy Bimi Big 19 1o 28 pokiB 3
JIBOX HEPIAHUX CIMEH 3 pelUIUBYIOUYMMH OaKTepitHIMHU 1HPEKIIIMU TUXAITBHOT 1 TPABHOT CUCTEMH,
10 TIOB’5I3aHO 3 IMYHOAEC(IIIUTHUMH TOPYIICHHSIMH 3a TyMOPaJIbHUM THIIOM, KJIIHIKO-TaO0OpaTOpHi
O3HAKH SKOTO BIAMOBigamu Kputepism miarHoctukd 3BIJ[. V 1mux mamieHTiB He BiI3HAYAIHCS
CIUICHOMETAJIisl, ayTOIMYHHI IOPYIIEHHs, CapKoig030moi0HI TIpaHyJIbOMH, Ha TJi IOBHOI
BIZICYTHOCTI KIiHIYHMX oO3HaK T-miMdormrapHoro imyHonedinury. B oaniei 3 mamieHTOK
IPUITYCKAIM  ayTOCOMHO-PELECUBHE YycnajakyBaHHs. JlaGopaTopHi JOCHIJKEHHs IOKa3alu
3HIKEHHS KUTBKOCTI B-nim¢ponutiB y nepudepuyuniii kposi (0,7-1,3% B oxniit poausi i 2,8-3,3% —
B iHIMii). He3Bakatoun Ha BIJACYTHICTh 3HAUYHUX MOPYIIEHb y cucteMi T-miMQOIuUTIiB, y NaieHTiB
BiMidanucs TSDKKI mopymeHHs T-3amexHoro pospiBanHs B-mimgonutiB. ICOS-cnenndivamii
CUTHAJI HE BUSBIIABCA B aKTMBOBaHMX T-nmimdouuTax, Ha npotuBary HopMansHoro yucia ICOS B
aktuBoBaHUX T-mimdornuTax y iHmumx namienTiB Ha 3BIJ] i B oci® koHTponbHOT rpynu. MoHOIIUTH
eKcripecyBain HopMmanbHy KinmbkicTh jgiranaa ICOS (ICOSLG). Maiixe Bci B-nimporutu I1COS-
nedinuTHUX 0ci6 xapakrepusyBanucs HaiBaum IgD*/IgM™ denotunom. Excrpecis CD80" Gyna
3HIDKCHa Ha HeakTHBOBaHUX B-mimdorurax ICOS-gedinutHHX 0ci0, TOMI K crocrepiraiacs
anekBatHa ekcrpecis CD86 y iHmmx marmieHTiB W oci® KoHTponpHOI rpymu. OgHAK, eKchpecis
ICOSLG B-nimdouuramu narienrtis Oyna miasuienoro (Witsch ta in., 2002).

Salzer U. Ta in. (2004) noBifoMwIH Npo I'ATh MAIIEHTIB 3 JBOX PI3HUX POJHUH, Y SKUX 0YII0
nmiarnoctoBano 3BIJ[ 3 nemocratnicTio ICOS. Bik nebroTy 3axBoproBaHHS KonuBaBcsa Bif 18
micsmiB 10 15 pokiB, To6TO OyB OLIBII paHHIM, HIX TOH, PO KKl moBinomisn Grimbacher B. Ta
iH. (2003). Indexuii BKIOYAIM pELUIMBYIOUMN OpOHXIT, CHHYCHT, MHEBMOHIIO, HNEPCUCTYIOUY
niapero. OKpiM LbOTO, CHOCTEpIraiaucs CIUIEHOMeraiis, JdiMdaaeHonaTis, TepueTHdHl BUCUITaHHS,
3yYMOBJIEHI BIpYCOM MpOCTOro repmecy 1/2 TumiB, XpOHIYHAa ayTOIMyHHa HEHTpOIIEHis Ha T
antuHenTpodinpHux IgG. V Bcix marmieHTiB Oylia 3HUXKEHA KUIBKICTh B-miM@ouuTtiB mam'ari i
cupoBatkoBi piBHI IgG 1 IgA; xoHuenTpanis IgM nepebyBasia Ha HIKHIN MeX1 HOPMHU a00 TaKOXK
Oyna Huspkow. T-miMporuTapHUl KOMIAPTMEHT BUSBHUBCA HOpMaJbHUM. JIiKyBaHHSA 3a
JIOTIOMOT'0}0 BHYTPILTHHOBEHHOT'O IMYHOTJIOOYIIIHY 0YyJ10 €peKTUBHUM JIMIIE Y JESIKUX BUIAIKaX.

3a pomomororo mpoTouHoi mutodroopumerpii Bossaller L. ta in. (2006) BusBwIM, MmO y
ICOS-nedinuraux namientis Ha 3BIJI, Bimmivarotbes Tsokki mopymenns CXCRS5Y/CD4™ T-
nimdonuTis i Maitke oHa BigcyTricts CD577/ CXCR5 */CD4" T-kiitHH.

Y ICOS-pedimutanx moxaer i3 3BIJ-1 Grimbacher B. ta in. (2003) imentudikyBamu
yactkose ctupadHs MPHK ICOS 3 noBHO0 BIACYTHICTIO OLIKa.

VY n'stu namienTiB 13 ABox cimelt 13 3BIJl wepes Henoctarnicts ICOS Salzer U. Ta in. (2004)
imenTr(]iKyBa aHAIOTIYHY TOMO3UTOTHY jeneiito B redi ICOS, sika Oyia BusiBieHa Grimbacher
B. ta in. (2003).

Yong 1 cniBaB. (2009) BcraHoBwiIM, 110 OUIBIIICT XBopux Ha 3BIJ[ mamu cXuibHICTH 10
YaCcTO PEIMIMBYIOUUX PECMITATOPHUX Ta MIIYHKOBO-KUIIKOBHX 1H(EKIIH, B AKUX JA1arHOCTYBAIUCS
TaKOX IHIII YCKJIAAHEHHS Taki sk, JiMdoimHa mposidepalris, CruieHOMEramis, TpaHyJIeMaTo3He
3anajeHHs, ayTOIMyHHI 3aXBOPIOBaHHS 1 3JIOAKICHI HOBOYTBOpPEHHs. Y JEJKUX XBOpUX Ha T
rinoramarjgoOysiHeMii, MOPYUIEHHS AHTUTUIOYTBOPEHHS MpH CHEHU(IUHIN CTUMYISMIT Oynu
BUSIBIICHI JIOATKOB1 IMYHOJIOT1YHI aHOMalii MOHOIUTIB 1/a00 T-mimMdouuti. Y poaudiB Maii€HTIB
13 3BI/I BusiBieHa BUCOKa 4acToTa CeNeKTUBHOTrO aediuuTy IgA.

Salzer U. Ta iu. (2005) moBimomunu mpo ABi HepigHi ciM'i i3 3BIJ[. ¥V Bcix maiieHTiB
BHU3Hauajach TinoraMmaryioOysiiHeMiss 3 HHU3bKMM piBHeM cupoBaTkoBux IgG, IgM 1 IgA,
PEIUAUBYIOYMMH  1HQEKIIIMU, BKIIOYAIOYM CEpeqHid OTUT, IH(EKIil IUXaTbHUX MUISXIB,
[IUTYHKOBO-KHIIIKOBOTO KaHaly. Y TpeTid ciM'T B OJHOTO Marli€HTa BiA3HAYAIKCS PEIUIUBYIOUl
iH(eKuii, cruleHoMeranis, 3HIWKeHHH piBeHb IgG; cMepTh HacTana BiJ paKy MUTJTAINKIB
eMITeTiaTbHOTO TMOXO/DKEHHA. Y WOro CecTpW BH3HAYaBCs CEJICKTUBHHM nedimutr [gA 3
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peunauBylouMMH  iHGekmismMu. Takox Oynu BusBieHi 10 mamieHTIB 31 ClOpaAUYHUMU
3axBOproBaHHAMH. Y 4oTHpboX (31%) 3 13 mpoOanzaiB BU3Hayaiacs ayToiMyHHa MaToNOris, sKa
BKJII0YaJia TUPEOIANT, y IIECTH — CIUIeHoMerauis. JlabopaTtopHi JOCHIKEHHS TOKa3aJld HOPMAJIbHY
KUIBKICTh TiepudeprudHux B-miMponuTiB y BCIX MaIi€eHTIB, OKpIM OJHOTO, SIKOMY paHimie Oyia
MpOBeJIcHA CIUICHEKTOMIs. Y Opara IbOro MailieHTa BU3HAYAIOCS He3HAUHE ITiBUIIICHHS 3aralbHOT
KUTBKOCT1 B-mimdoruTiB Ha Tri 3HMXKEHOTO uncia B-mimdorutie mam'sti. T-mimdonurapHa 1anka
Oysa B HOpMi y BCiX IMaIli€HTIB.

Castigli E. ta i1. (2005) moBigoMuiIn Ipo YOTUPHOX HECIIOPIAHEHHUX MAIIEHTIB 3 nediruToM
iMyHOTII00YIiHIB, TpUUKHOIO sKkoro Oyna myrtauis B reHi TNFRSF13B. VYci manientu, crpaxmanu
Ha PELHIMBYIOYl CHHYCO-ITYJIbMOHAJIbHI 1H(EKIIIi, MaIH MMOKa3u 0 BHYTPIITHOBEHHOTO BBEICHHS
imyHorno0yniniB. CupoBaTkosi piBHi IgG 1 IgA Oynu HU3PKMMU; TYMOpaJbHa IMyHHA BiJIIOBIIb HA
IMyHI3aI[il0 MMHEBMOKOKOBOIO BAaKIMHOIO 3HMKEHa, xoua T-3alekHa peakilisi Ha MpaBLEBUN
AHATOKCHH 3alliIIaiacs HOpMalbHOW. B omHiei mamieHTKH posBuHYynacs B-miMmdorurapra
HEXO/DKKIHChKa JiM(oMa, mpUuoMy B ii MaTepi TakoX OylIM 4acTo peuuauBYrOYi iHGekuii, a
NpUYHHOIO 1 cMepTi ctana aimdpoma. CecTpa MaieHTKH MOMEpIIa BiJl paKy HMITyHKOBO-KHIIKOBOTO
kaHany. Ha Binminy Bin Salzer U. ta iH. (2005), sxi BusBWIM 3HMXKEHUH piBeHb IgM y cBOix
namienTiB, Castigli E. ta in. (2005) moBizomMuu mpo HOpMaibHI piBHI cupoBaTKOBOro IgM y cBOiX
[MaL[l€HTIB.

BuBuaroun marmieHTiB 3 imyHogedinurom 3 €Bponu (162 ocobu 3 miarmozom 3BIM) i CILIA
(19 nromeii 13 3BIJ]), Salzer U. Ta in. (2005) 1 Castigli E. ta i1. (2005) BcTaHOBMIH, 1110 MYyTallii B
reri TNFRSF13B Oynu moB'si3ani sk 3 CIMEWHMMH, TaK ¥ CIIOpaguYHUMHU (HOpPMaMU XBOPOOH.
BusHauanucs TOMO3UTOTHI, T€TEPO3UTOTHI a00 CKIIAaIHI TeTePO3UrOTHI MyTallii. ¥ NesKHX ciMm'sax
sycrpivamucs i 3BI/l, i IGAD2 (cenextuBHuil iMmyHOAECDIINT iIMyHOTTIOOYITiHY A2).

Martin F. 1 Dixit V.M. (2005) Big3Hauwmiau, MO TpU 3 MIECTH MYTalliii BU3HAYAIUCS B
€BPOTICHIIIB, aMEPUKAHIIIB B CIMEWHUX 1 CHOpPaIUYHUX BHUIAJKAX, MPHUITYCKAIOYH, IO HEBEIUKa
KUTBKICTh 3araibHUX MyTaliid Mmoriu ckiagata TACI-3B’sg3aHi BUNAAKH IMyHOIe(DILIUTY.

Salzer U. Ta 1. (2009) inentudixkyBanu, npuHaiiMHi, oaHy 3miHeHy aienb TNFRSF13B y 50
(8,9%) 3 564 mpobanziB 3 aediMTOM IMyHOTI00YMiHIB. 3 1UX 50 HECTOPITHEHUX MAIEHTIB JIBOE
(4%) Oynu HOCIIMH TOMO3HUTOTHUX MyTalliid, cemepo (14%) — ckiIaHUX reTepO3UrOTHUX MYTaIlii 1
41 (82%) — rerepo3urotHoi Mytanii. Bynu inenTudikoBani 16 pi3HUX TeHETHYHUX albTEpallii, B
T.4. 13 HOBUX 3MiH. Haltuacrime 3yctpivanucs aneni C104R 1 A181E, Bussneni y 26 (4,6%) ta 13
(2,3%) marrientiB BiamoBigHO. TiNbKHM 1i ABI ajeni CHocTepiraaucs B TOMO3UTOTHOMY CTaHi B
KokHO1 monuuu. Cepen 675 marieHTiB KOHTpoJibHOI rpynu 7 (1%) Oynu reTepo3uroTHUMHU 3a
A181E, a 6 (0,9%) — rerepozurotnumu 3a C104R. CtaTucTruHuil aHasi3 Mmokasas, 110 MOHO- 200
6iasienpHa TNFRSF13B anens B 3,6 pasu mifBuilyBaia pu3MK rinoramarioOyiiHemii. Acoriaris
Oyna criiikoro mist C104R (BimHocHuMid pusuk 4,2), ane He s A181E. Anamni3 cemu ciMmeii mokazaB
3HUKEHY TICHETPAHTHICTh ajeie 1 craB mijactaBoro i rimotesu, mo 3minu TNFRSFI13B
CHpUSAIOTh, ajieé OJHO3HAYHO HE € MNpuuuHOK po3BuTKYy 3BIJ[. VY mamienrtiB 3 MyramisiMu
TNFRSF13B uyacrime 3yctpiyaioTbes giM@ornposidepaTuBHi i ayTOIMyHHI NOPYIIEHHS (3a3BUYai,
TPOMOOIIMTONEHIA).

Hedimur ICOS ycnagkoByeThess 3a ayTocOMHO-penecuBHUM TUTIOM. ICOS HalexXuTh 10
cimeiictBa CD28"-T-KJITITHHHEX MOJICKYJ KOCTHMYIIAIIT i €KCIIPECYEThCSI JIUIIE HAa AKTUBOBAHUX T-
mimdornutax. ICOS koinaykye cexpenito 1JI-4, UI-5, 1JI-6, TM-KC®, a-®HII, y-I®H i BigHOCHTBCS
0 TIEHTpPaIbHOI JIaHKH, sika BimmoBimae 3a cuHte3 LJI-10. Idna T-xemmepiB 3 aedimutom ICOS
xapaktepHo nopymerss npoaykimii [JI-10 ta IJI-17. Y xBopux 3 nedinurom ICOS criocTepiraerbes
TsokKa B-mimdonuTapHa gimdorneHis, BiICyTHICTh B-KIITHH mam’sTi.

HMepiuur TACI xapakTepus3yeTbCsi MyTalllIMA B TPaHCMEMOpaHHOMY aKTHUBAaTOpl M
KasibliiiMonymorodomMy Jiraaai muknodinina (74CI), sxkuit koayetbest reHom TNFRSF13B. TACH,
B3a€EMOJII0OYH 3 JIraHJaMH CTUMYJISTOpAaMHU Ta aKTUBaTOpaMu B-1iM@ounTiB, BUKOHYIOTH CKIIAHY
CUTHAJIIbHY Tiepefady Ui BW)XXKMBaHHA # audepenmianii B-kmiTuH, npuiimMaioTh y4yactb B
MEePEKIIOUEHI CUHTE3Yy OJHOTO IMyHOTJIOOYJIIHY HA CHHTE3 1HIIIOTO.

Jeginut CD19 (KOMIOHEHT pelenTOpHOro KoMIuiekcy B-miMmdonurtiB) mpus3BoauTh A0
CHHIPOMY HEIOCTAaTHOCTI aHTHUTUI, 1o KiaiHiuHO Haragaye 3BIJI. Harowmicte, aedinut mpe-B-
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KJIITHHHOTO PELIENITOPHOI0 KOMIUIEKCY CIIPHSIE PO3BUTKY Pi3HUX (POpPM paHHBOI araMariao0ysiHeMii.

Hedinutr BAFF-R. 3a crpykryporo BAFF-R moni6uuit mo TACI i HeoOXimHuid mJis
B kMBaHHA B-kiiTiH. OKpiM 11b0T0, 6€pe ydacTs y peryisiuii nepudepuasoro B-nimdorurapHoro
romeocrasy. XapakTtepHoro o3Hakow aedinuty BAFF-R e mimdbonenis, 3HWKEHHS KOHIEHTpAIil
IgG 1 IgM Ha 111 HOpManbHOTO piBHS IgA.

Moaimopdizm MSHS5. ITlponemoncTpoBana ponb BigHoBIow4oro JIHK Oinka MSHS B
peryJsIii mepeKItoueHHs CHHTE3y iIMyHOrn00ymiHiB. [{Ba noniMoppHux Hykineotuan (SNPs) B reni
MSHS5 acomiiioBani i3 3BI/] Ta cenektuBHUM iMyHOAEdinuTOM IgA.

Primary Immunodeficiency Diseases: a practical guide for clinicians. Postgrad Med J,
Canada, USA, 2009
VY 15% namientiB Ha 3BIJI BusBnstoTecs reaetnuni nedextu ICOS, TACI, BAFF-R, MSHS.

Elena S. Resnick, Erin L. Moshier, James H. Godbold and Charlotte Cunningham-Rundles.
Morbidity and mortality in common variable immune deficiency over 4 decades — 2012
He3Baxaroum Ha 3HAYHY KUIBKICTH JOCHIUKEHb NPUPOAU IHOTO IMYHHOTO Je(eKTy 3
MOMEHTY, KOIM BiH OyB Brepuie BusiBieHuit B 1953 pouil!, Gynmamenrtanbui renetnyni ado inmi
npuunHu 3BIJ] 3aMmaoThes HeICHUMU JUIS OUTBIIOCTI MaieHTiB. Y piakicHuX Bumaakax 3BI
OyB MOB'sI3aHUI 3 ayTOCOMHO-PEIECUBHUMU F€HETUYHUMHU MYTallisIMH, B TOMY YHUCJi 1HAYKOBaHOIO
KO-CTI/IMYJISIHiGZIOlZ, CD19,'3!* B-kniturHOro peuernropa aktuBarii,”> CD20,'® CD81. O6unsa
TeTepO3UTrOTHI 1 TOMO3UTOTHI MyTalii B TreHl B-KIiTHHHOTO pelenTopa TpaHCMEMOPaAHHOTO
aKTHUBATOpa 1 KaJIBI-MOAYJIOBAHOTO Jiiranaa nukiaodininy inrtepakropa (TACI) BusiBieHi B 8-
10% manientiB.'®?° OpHak BCTAHOBIEHO, [I0O BOHH ICTOTHO TOB'S3aHi SK 3 IMYHHOIO
HEJIOCTATHICTIO, TaK i 3 (POPMyBaHHAM ayTOIMYHHHX XBopoO y mamientiB Ha 3BIJ.2Y?? Jlesxi i3
3a3HaUYEHUX MYTalliil MOXKYTh OyTH TaK0X BHUSIBJICHI y 3/I0pPOBUX JIIOJEH 1 KIIHIYHO "HOpMaIbHUX"
pomudiB. JloCHiAHWKHM BBaXalOTh, IO BOHH BIJHOCATHCS IO BAXIUBUX MNOJIIMOPPi3mi,
acolifoBaHMX i3 3aXBOpIOBaHHAMM.Z OCTaHHI JOCHiMKEHHS TeHOMY XBOPHX MPOAEMOHCTPYBAJIH
YHIKaJIbHI T€HETUYH1 XapaKTEPUCTUKU 1IbOTO IMyHHOIO J1e(eKTy, B TOMY YHCIIl HOBI XpOMOCOMHI

acormiarii.?

Komenmap pobouoi cpynu:

Ananiz cmpykmypu 3BIJ] 32ion0 3 Knacughikayiero wo0o MONEKYIapHo20 0edeKmy c8i0uums,
wo eenemuyne niorpyumsa 3BIJ eoacmovca ecmanosumu nuwe y 15% xeopux. B Vkpaini
npoGedeH s nepenidenux euuje 2eHeMUYHUX 00CII0HCEHb He HANA200H#CeHO. Busgnenns cenemuunux
oeghexmis y nawux nayicumis 3 nioozpoio Ha IlIJ] nposooumvca 6 Ynieepcumemi m. /lebpeyen
(Yeopwuna), na kageopi inghexyitinux 3axeoprosanv ma oumsa4oi imynonoeii, npog. Jlacno Mapooi,
6 pamkax Cxiono-€gponeticoko2o npoekmy no imynooegiyumax «J-projecty. I[lpome eenemuuni
Odocniodcennsn npu 3Bl 3a36uuaii € HU3LKOIHGOpMAMUSHUMU MA OOPO2OBAPMICHUMU, MOM) iX
npo6edeHHts, AK NPAasuio, 0OMeHCYEMbCA HAYKOBO-00CIIOHUMU NPOEKMAaMU i 3 Memoro eepugikayii
0iacHo3y 8 PYMUHHIL KAIHIYHI npakmuyi He 3acmocogyemvcs. B Vkpaini kniniuni imynonocu ma
oumsayi IMyHONO2U Y PeiOHANbHUX Ma OONACHUX JNIKAPHAX Marmv 3M02y HpPOGOOUMU Juuie
IMYHOLOCIUHI QOCTIONCEHHS, 3 OONOMO20I0 SAKUX BUSHAYAIOMbCS KIIbKICHI Ma (DYHKYIOHAIbHI 3MIHU
T- i B-nimgpoyumis, wo € docmamuim 0151 NEPEUHHO20 6CMAHO08IeHHs diacHo3y 3BI/].

3. KJITHIYHO-IMYHOJIOI'TYHI JJIATHOCTUYHI KPUTEPII 3BI/]

Kniniyni nposisu 3BIJ] pi3HOMaHITHI 1 BKIIOYAIOTh:
1) TudekuiiiHi 3aXBOPIOBaHHS.

2) AyToiMyHHI 3aXBOpPIOBaHHSI.

3) OHKOJOTI4HI 3aXBOPIOBAHHSI.

4) T'paHyneMaTO3Hi 3aXBOPIOBAHHS
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Common Variable Immunodeficiency (CVID) — diagnosis and management. United
Kingdom Primary Immunodeficiency Network (UKPIN) — Standards of care. ESID diagnostic
criteria for PID, 2014

- binpmiicte mamieHTiB 3a3BMYail MalOTh pelMOUBYIOYi OakTepiiiHi iH(ekuii, 3ymMoBIeHi
IHKaICyJb0BaHUMH MiKpoOpraHizMamMu. Y Tepiry 4epry, Ie iH(eKiii OpoHX0JereHeBOI CHCTEMU:
OpOHXITH, ITHEBMOHI{ 3 HACTYITHUM (POPMYBAHHSAM OPOHXOEKTa3iB; pelHUIuBYOUi iH(eKii BepxHiX
nuxanbHUX nuisixiB Ta JIOP-opraHiB (OTUTH, CHHYCUTH 3 PEIUANBYIOUUM, CXHWIIBHUM JIO IIBUIKOI
XpoHi3alii nepebirom), siKi pe3UCTEHTHOCTI 10 TpaauuiiHoi Tepamii. Cepen iHmmX iHbekiit
CIIOCTepiraeThes MmigBUINEHa 4YactoTa Herpes zoster, nmsaMOmio3y, MikoOakTepiadbHUX Ta 1HIINX
OMOPTYHICTUYHUX 1H(EKIIH, B T.4. THEBMOIIMCTO3Y.

- [pubmszuo 20% mnauieHTiB MalOTh ayTOIMYHHI MOPYIIECHHS, HAHOUIbII MOIIMPEHUMHU 3
SKHX € TPOMOOIIMTONEHIYHA MypIlypa, ayTOIMyHHAa T€MOJIITUYHA aHEMis, peBMATOIIHUNA apTpUT 1
ayTOIMYHHHI THPEOINNT.

- IleBna uvactka xBopux (10-20%) MaroTh rpaHylieMaTO3HE 3aXBOPIOBAHHS 3 ypPa)KCHHIM
JIeTeHb, TIEYiHKH, CEJIE31HKH 1 IIKIpH.

- o 20% XBOpHX pPO3BHBAIOTH OHKOIATOJOTII0, IEPEBAXKAIOTH JIM(POINHI MyXJIMHH,
Haifuacrime HeXOJUKKIHChKI B-kmituHHI mimdomu. [HII BHIM paky pi3HOMaHITHHX JIOKai3arii
3ycTpivaroTecs y 5-10% XBopux.

- Tlonag 20% XBOpUX MarlOTh raCTPOIHTECTIHAJIbHI 3aXBOPIOBAHHS, CEpeJl AKUX MEPEeBaXKaE
XPOHIYHA Jliapesi 3 PO3BUTKOM CHUHAPOMY MainbabcopOilii, a Takok xBopoba KpoHa abo BUpa3KoBHiA
KOJIIT, BUPA3KOBUN MPOKTHUT, 1HIII 1JIOMATUYHI 3aMaJIeHHs CIIM30BUX TPABHOTO TPAKTY.

(Cunningham — Rundles C, Bodian C. Common variable immunodeficiency: Clinical and
immunological features of 248 patients // Clin Immunol. — 1999. — V. 92. — P. 34-48.

Oksenhendler E., Gérard L., Fieschi C. et al. Infections in 252 patients with common variable
immunodeficiency. Clin. Infect. Dis. 2008; 46: 1547-1554.)

binpm geranpHUll omMc pI3HOMAHITHUX KIIHIYHUX mnposiBiB 3BIJl MoxxkHa mnpeacraButu
HACTYITHUM YHHOM.

Indexuiiini nposiBu. [Hex1iliHI 3aXBOPIOBAHHS PEECTPYIOTHCSI MPAKTUYHO y BCIX XBOPHX, B
nepury 4yepry OakTepiHOro IeHe3y, YacTillle 3 YpaXeHHSM OpraHiB JUXaHHS (TSDKKI HOBTOPHI
ITHEBMOHI1, THIMHI OpOHXITH, OTUTH, NAHCMHYCUTH) Ta LUIYHKOBO-KHIIKOBOro Tpakty (LLIKT) 3
HNOJAJIBIIOK iX XpoHi3amiero. Tskki XpoHIYHI iH(eKkuii opraHiB JMXaHHS NPUBOIATH [0
dopMyBaHHSI OpOHXOEKTa3iB, MHEBMOGiIOpo3y, eMpizeMH Ta € OAHUMH 3 HANYacTIIMX NPUYUH
cmepti xBopux Ha 3BIJI. Tumosi 30ynHuky iH(eKuii — iHKancyiaboBaHi OakTepii: Streptococcus
pneumoniae, Haemophilus influenzae i Moraxella catharralis, ogxak gacto B mociBax 3 oprasis
JMUXaHHS BHUIUISIOTHCS IITaMU HEKArcylnboBaHUX Oaktepit, a came Haemophilus influenzae. o
Bepudikauii giarno3y 3BI/] y xBopux 3 THEBMOHI€I0 Ta MEHIHTITOM 11€HTU(DIKYIOTH Streptococcus
pneumoniae, Neisseria meningitidis, Haemophilus influenzae, sixi pizko cTaloTh IPUUUHOIO TSKKUX
1H(eKIi Mpu BYaCHOMY JIIKyBaHHI BHYTPIIIHbOBeHHUMH iMyHorioOyniHamu (BBI). V xBopux 3
XPOHIYHUMHM BOTHHUIIAMH iH(]eKii crnekTp 30yJHMKIB 3HAUHO MIMPIIUii 1 BKItouyae Staphylococcus
aureus 1 Pseudomonas aeruginosa. Maiixe B 50% XBOpUX pO3BHUBAETHCS PELIMIMBYIOYA IepleTUYHA
1H(DEeKIIis MWKipH 1 cIU30BUX 00070HOK; ¥ 20% XBOPHUX — ONEPi3yrounii Teprec.

Elena S. Resnick, Erin L. Moshier, James H. Godbold and Charlotte Cunningham-Rundles.
Morbidity and mortality in common variable immune deficiency over 4 decades — 2012

XpOHIYHI 3aXBOPIOBAHHS JIET€HIB Ha TJII PEHTICHOJIOTIYHHUX 3MiH 3/0€3 (YHKIIOHAIBHUX
nopyuieHs (opmysanuch y 28,5% mnaii€HTiB, OJHAKOBO YacTO SIK Y YOJOBIKIB, TaK 1 KIHOK.
Bponxoekrasu Oyno 3adikcoBano B 11,2% xBopux. Ilporpecyroue 3axBOpIOBaHHS JIET€Hb
MPU3BOAUIIO 0 HEOOX1IHOCTI TpUBasIol KUCHEBOI Tepamii y 29 narmieHTiB (6,1%) 1 TpancmanTanii
JIeTeHb Y TPHOX 3 HUX.
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Ypaxenns HIKT indekuiiinoro i HeiHdekIiiiHOro reHe3y B xBopux Ha 3BI/] 3ycTpivatoTscs
B 20-25% BunaakiB. JIo OCHOBHMX NpUYMHHUX 1H(MEKIIHHUX 30ymHHKIB BigHOCAThHCA: Giardia
lamblia, Shigella, Campylobacter, Salmonella spp. ¥ XBopux po3BHBa€ThCS XpOHIYHA Jiapes 3
BUPAXEHOI MajbaOCOPOIIi€l0 1 BTPATOI0 MACH TiJIa, PE3UCTEHTHA JI0 TPAAUILIIMHOT aHTHOAKTEPiHOT
tepamii. Ypaxenns KT HeindekiiiiHoro reHesy BKIIOUYae: BY3JIOBY Jimdomnporideparito,
MajbaOcopOIlito, cupynoAiOHui cuHapoM, XBopoOy Kpona, HecnenudiuHuii BUpa3KOBUH KOJIT.
TepMiHOM «CHHIPOM CIIPYy» BHU3HAUAEThCS CTaH, SKWAW BHHHUKAE BHACHIIOK TOPYIICHHS
BCMOKTYBaHHSI IO)KUBHUX PEUOBHH 3 TOHKOI KHAIIKH 1 IMiIBUIICHHS MPOHUKIMBOCTI 11 KamiJIsApiB UIst
OukiB Tiasmu KpoBi. OcoOIMBiCTIO TIepediry X XBopoO € Te, 0 HEe3BAKAIOYU HA 1ICHTHYHICTh
KJIIHIYHOI Ta TICTOJIOTIYHOI KapTHHH, XBOP1 HE BIANMOBINAIOTh HA TPAIUIIAHE JIKYBaHHS ITUX
3axBOprOBaHb. OKpIM IBOTO, B JIEAKHX XBOPHUX 3 JIaPEEI0 TICTOJOTIYHE TOCIHIIHKCHHS CIIM30BOI
KHIIIKM BKa3ye€ Ha HAasBHICTh TJIOTEHOBOI EHTEpOINaTii, OJHAK TakKi IMAaIliEHTH MOXYTh OYyTH
PE3UCTECHTHUMH JI0 OE3TIIFOTCHOBOT Ti€TH.

Haifuactimi nposiBM  ayTOiMyHHOI martoJiorii: ayroiMyHHa TpoMmOouuToneHis (6%),
remoiiTnyHa aneMist (5%), HEUTpoOIleHis, MEepHilio3Ha aHeMis, HEPpPUT, PEeBMATOINHUN aAPTPHT,
CUCTEeMHHMI YepBOHHMII BOBYAK, ayTOIMyHHI XBOpOOHM HIMTONOMIOHOI 3a103H, Icopia3, BITLUIIrO,
xBopoba Kpona, Hecnenmdiunmii Bupa3koBuil KomiT, rimroreHoBa enreponaris (Quinu 1., Soresina
A., Spadaro G; Mishel M., Chanet V.; Seve P., Buordillon L.). AyroimyHHa HEUTpOIEHII MOXKe
OyTH TOCTIHOIO YHM CIIOpaJMYHOI0, YacTO PO3BHUBAETHCA HA T TSOKKHUX 1HQeKuid. Ilpuumna
PO3BHUTKY ayTOIMyHHHUX XBOpoO y xBopux Ha 3BIJ] He BcraHOBIECHA, OIHAK JOBEACHO, IO B
MAIEATIB 3 TeTepo3uroTHOI0 MyTamico TACI € BUCOKHI pU3HUK PO3BUTKY ayTOIMYHHOT ITaTOJIOT].

Elena S. Resnick, Erin L. Moshier, James H. Godbold and Charlotte Cunningham-Rundles.
Morbidity and mortality in common variable immune deficiency over 4 decades — 2012

I'emaronoriuni abo opraHo-crenudivyHi ayTOiMyHHI 3aXBOPIOBaHHSA OYJIM J1arHOCTOBaHI B
28,6% maIi€eHTiB, OJHAKOBO YACTO y YOJIOBIKIB 1 KIHOK. AyTOIMyHHa TpPOMOOLHMTOIEHIS W
ayTOIMyHHA 'eéMOJIITUYHA aHeMis OyJIM HalOUIbII MOIIMPEHUMH 3 LIUX 3aXBOPIOBaHb. Y 8,2% Takux
XBOpUX Oyiia mpoBelieHa cruieHeKToMis. JIOoCTHi/PKeHHSIMU JTOBEJEHO, 110 BBEACHHS 1O YU MICIIS
CIUIeHeKTOMIi (mpu HEOOXiAHOCTI) pUTyKcMMaOy MNPUBOIUTH 1O peMicii IUTONEHil Yu
MIOTIEPEHKEHHS YCKIIaJHEHb ITiCIIsl OTIEPATHBHOTO BTPYYAaHHS 3 I[LOTO MIPUBOJY.

VY xBopux Ha 3BI/] po3BuBaeThCs Hedm0sIKicHA JiMdonpodtidepanisi, sika CynpoBOKY€ETHCS
301IbIIEHHSIM TNepudepuyHuX JiM(AaTHYHUX BY3JIiB, CEPEIOCTIHHS, YEpeBHOI IMOPOKHUHH,
KMIIKIBHUKA. 3a3BHuail 30UIBIIYIOTHCS JIMQOBY3IM KUIBKOX TpyH, a iX pO3MipU JOCATalOTh B
niametpi 10 cm. I3 37105KiCHUX HOBOYTBOPEHb HaifuacTille 3ycTpidaroTbes JiMpoma Ta pak HMUTyHKA.
V¥ xBopux Ha 3BI/] pusuk po3Butky aimpomu B 300 pa3is, a paky HUTyHKY — B 50 pa3iB BUILIUH, HIXK
y 3aranpHiil momynamii. binemricte nmiM¢poM BiTHOCATHCS 10 B-KIITHHHUX HEXOMKKIHCHKUX
eKCTPaHOAYSIPHUX. 3YCTPIYAIOTHCA TaKOX XOJDKKIHCHKI JTIM(OMHU, paKk KHUIIKIBHHUKA, MOJOYHHUX
3aJ103, SIEYHUKIB, pOTOBOI MOpoxHWHU, Tpoctatu Ta iH. (Conningnam-Rundles C.; Daniels J.A.,
Lederman H.M.; Mellemkjaer L., Hammarstrom L.).

Elena S. Resnick, Erin L. Moshier, James H. Godbold and Charlotte Cunningham-Rundles.
Morbidity and mortality in common variable immune deficiency over 4 decades — 2012

binpmricte  miMdom  BimHOCATBCS 10 B-KIITHHHHX (8,2%) HEXOKKIHCHKUX
eKCTPaHOAYSIPHUX. 3YCTPIYAIOTHCA TaKOX XOJDKKIHCHKI JIM(POMH, paKk KHUIIKIBHHUKA, MOJOYHHUX
3aJ103, S€YHUKIB, POTOBOI MOPOXKHHUHHU, IPOCTaTH Ta iH. OJIHAK, AesAKi JiMPOMHU KIacu(DiKyIOThCS SIK
aimbomi 31 cau3oBoi Jdimdoinnoi Tkannau (MALT), nimbomu rpanndHoi 308U 1 EBV-acomiosani
B-knitunni nmimdomu, Garati Ha T-ximituHu. Pak iHmmx BHUIIB po3BuBaeTbcsa B 7,0% XBopux,
yacTime B xiHOK. OnucaHi 1Ba BUAM NEPBUHHUX 3JI0SIKICHUX HOBOYTBOPEHb: PaK TOBCTOI KHIIKH 1
nepeaAMiXypoBOi 3aJI03 Ta paK MepeaMIXypOBOi 3aI103U 1 IIKIPH.

I'panysieMaTo3He 3amajleHHsl XapaKTepU3yeTbCs (OPMYBAHHSAM  CApKOiJ030MOTIOHMX
TPaHyJIbOM, SIKI HaWJacTillle BUSBISIOTHCS B JIETCHSX, JIM(PATHYHUX BY3JIax, MIKipi, KICTKOBOMY
MO3KY, CeJIe31HIIi 1 IeviHIli abo B 0araTb0X OpraHax OJlHOYaCHO.
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Elena S. Resnick, Erin L. Moshier, James H. Godbold and Charlotte Cunningham-Rundles.
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st maTooris 11arHOCTYETHCS 3a IOIIOMOTOI0 O10TICiT TKAHUH 1 BUBJIETHCS B 9,7% malli€HTIB.

Yacto 11i yTBOpH CIIOHTAHHO 30UTBIIYIOTHCS a00 MOBHICTIO PErpecyroTh 0e3 JiKyBaHHS. Y
BUMAJKYy 1X HEKOHTPOJIbOBAHOTO 30UIbIIEHHS BHUHUKAIOTh [OKAa3M JI0 MpPU3HAYCHHS
[JIIOKOKOPTUKOINiB. HasBHICT TpaHylieMaTO3HOTO 3alalIbHOTO MPOIECY BKAa3ye Ha HECHPUATIMBHA
nepebir Ta mporuo3 3BIJI (Bates C.A., Ellison M.C.; Morimoto Y., Routes J.M.).

Inmi nposiBu. /0 OCHOBHUX MPUYMHHUX 1H(EKUIHHUX 30yJHHUKIB PEAKTUBHOTO ApTPUTY
Hajexatb: Mycoplasma hominis i Ureaplasma urealyticum. PeakTtuBHMII apTpuT Haidacriiie
PO3BHUBAETHCS Yy BUTIISAAI ACHUMETPUYHOTO OJIrOAPTPUTY 3 TMEPEBAKHUM YPAKCHHSAM BEITHKHX
cyrio0iB (KOJIIHHUX, TOMUIKOBOCTYITHEBHX ), YacTilie 0e3 MeCTPYKTUBHUX 3MiH, Y XBOPHX, SKI HE
orpuMmyBasin 3amicHy Ttepamito BBII. ¥V 10% xBopux pmiarHoctyerbcsi BipycHuit rematut C,
MPUYMHOIO SIKOTO CTaloTh TpaHCcQysil MpemnapaTiB KpoBi, a TaKOX TpPaHyJIEeMaTO3HE Ypa)KeHHS
NeYiHKY, TIEPBUHHNUN MiniapHuii iupo3 (Bergbreiter A., Salzer U.)

Chapel H. ta in. (2008) cnioctepiranu 3a 334 namientamu, y sskux OyB aiarHoctoBanuii 3BIJI
(cepemHsT TPUBATICTH CIIOCTEPSKECHHS CcKiiana 25,6 pokiB). JIOCTHIIHUKH BH3HAYMIIM IT'STh PI3HUX
KIIHIYHUX (EHOTHUIIB: BIJACYTHICTh YCKJIAJHEHb, ayTOIMyHHI MOpYIIEHHS, MOJIKJIOHAIbHA
aimdonuTapHa iHQIIBTpalist, eHTepOonaTisi 1 PO3BUTOK JiMQOIpoTiGepaTUBHUX MyXJIUH. ABTOPHU
BCTAaHOBWIIU, MO0 y 83% mnailieHTiB OyB TUIbKU OJIWH 3 HUX (eHOTHUIIB, a y 12,6% — o3HaKu IBOX
¢denoTumiB. AHami3 KIiHIYHUX (EHOTHIIIB MOKA3aB, II0 HAWBHILI MOKA3HUKHU JIETAIBHOCTI OyiH
MOB'sI3aH1 3 €HTEPOIATIEIO 1 MOTIKIOHAIBHOK JTIMQPOIUTAPHOKW 1H(OUIBTpaIlielo (BIAHOCHHA PU3UK
4,0 1 3,0 BignoBigHo; p <0,001). [MomikmoHankHa JiMdoruTapHa iHQIIBTpaIlis Oyna mo's3aHa 3
M'ITUPA30BUM 30UTBIIEHHSM PHU3UKY 3JI0SKICHUX JiMbomnponipepaTuBHUX MyxJuH. CHpOBAaTKOBI
piBHI 130THITIB iIMYHOTJIOOYJIiHIB, aHAJIOTIYHO SIK 1 BIIHOCHA 1 a0CONIOTHA KUTBKICTh B-mimMdonuTis,
KOJIMBAIMChH y MIMPOKUX MEXax, 10 MIATBEPIKYBaJIO AYMKY MPO FeTepOreHHICTh X MOPYIIEHb.
Bineimn Bucoka cupoBaTKoBa KOHIEHTparis IgM i Husbke unciao CD8'-T-mimdouuTis Oyiau
IPOTHOCTUYHUMHU OlOMapKepaMu BHMCOKOTO PHU3HMKY PO3BUTKY MOJIKIOHAJIBHOI JiMQOIUTapHOT
1H(1IBTpallli Ta ayTOIMYHHHUX MOPYIIEHb B1IOBIAHO.

B ormsai, npucesiuenomy kiaiHiuauM cumntomam 3BIJI, Yong Ta in. (2009) Big3zHaunmy, 1o
OUIBLIICTh MAIlIEHTIB CXWIbHI J0 pPEUUIUBYIOUMX 1HQEKILIH OpraHiB JAWXaHHS 1 LUIYHKOBO-
KHIIKOBOTO KaHaily. Y TakKMX XBOPHX MOXKYTh PO3BHBATUCS W IHII YCKJIaJHEHHS, B T.4. JiM(poinHa
npodidepartiisi, CrIeHOMEralisi, TpaHyJIeMaTO3HE 3alajeHHs, ayTOIMYHHI TOPYIICHHS 1 3JIOSKICHI
nyxJiuHU. OKpiM 11bOTO, Ha TJI Tinoramarjio0yimiHeMii MOXKYyTh 3yCTpiduaTHCs MOpYyIEeHHs (QyHKIT
MOHOIHUTIB 1/a60 T-nmimdouwuTiB. Y poaudiB narieHTiB Ha 3BI]] Bia3HayaeThCs MiABUIIIEHA YACTOTA
cenlekTUBHOrO Aedinuty IgA.

Jns BcranoBnenHs aiarHo3y 3BIJ[ HeoOxigno Bukmtountu iHmi IIIJ] 3 mopymeHHsIM
AQHTUTIIONPOAYKIIIT 1 BTOPUHHI/HA0YT1 iMyHOIeDIUTH, AK1 CYIIPOBODKYIOTBCS
rimoramariaoOymiHeEMI€TO.

Komenmap pooouoi cpynu:
Hiaenocmuuni  kpumepii  3BI[] oOyau  pospobneni Ilan-Amepukancokorw  epynow 3
imynoOeiyumie i €sponeticokum mosapucmeom imynooegiyumis (ESID).

ESID Registry — Working Definitions for Clinical Diagnosis of PID, 2014
Kpumepii diacnocmuxu:

HlonajimeHiie 0JHA 3 HACTYIIHMX O3HAK:

* IM/IBUIIIEHA CXUIBHICTH 10 1H(EKITiH;

* aBTOIMYHHI MaHidecrarii,

* IpaHyJIeMaTO3Hi 3aXBOPIOBAHHS;

* TOJIIKJIOHATBHA JTiMdonpotidepaltis HesICHOI eTiOoNOoTii;

* 00TsDKeHUH CIMEWHUH aHaMHe3 3a JeeKTaMHU aHTUTIJIOYTBOPEHHS.
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A Takox:
3HauHe 3HWXkeHHs |G Ta 3Haune 3HMWkeHHsA IJA 3 abo 6e3 3uHmwkeHHsa IgM (Bu3HaueHHX
njoHaiimentre aBivi; <2SD Bix BikoBoi HOpMu)*.

A TaKo:K IOHAWMEHIIIE OJJHA 3 HACTYITHUX 3MiH:

* 3HIDKEHA MPOAYKIS MOCTBAKIMHAIBHUX aHTUTLI (1/a00 BIJICYTHICThH 130Tre€MaryIfOTHHIHIB);
TOOTO BIZICYTHICTB IX 3aXMCHUX PiBHIB, HE3BAXKAIOUM HA BaKLIWHAIIIIO;

* 3HIKeHHA B-kititun nam’ati (<70% BikoBOi HOpMH).

A TaKox:
BUKJTIOYEHI BTOPUHHI IPUYHHH TiroraMario0ymiHeMii (IMB. OKPEMHIA CIIUCOK).

A TaKo:K: BCTaHOBJICGHHS JiarHO3y Yy Bili Oinbmie 4-X poOKiB (IIPOT€ CUMOTOMH MOXKYTb
3 SIBJISITUCS paHie)™*,

A Tako:K: BIICYTHICTH O3HaK riuOokoro nedinuty T-mimdouurtiB, Bu3HayeHOro 3a 2 3
HACTYITHUX ITapaMeTPiB:

» CD4- xiitun/mikpoditp: 2-6 pp. < 300, 6-12 pp. <250, >12 p. < 200;

* % naiBaux CD4: 2-6 pp. <25%, 6-16pp. <20 %, > 16 p. < 10 %j;

* Biacyrnicts T-kniTunHOI npomideparii 3 MiToreHaMu™**,

*SD-cTtangapTHe BIOXWICHHS BiJl cepeAHbOl BIKOBOI HOpMH (BIKOBI HOPMH PiBHIB
CHPOBATKOBUX IMYHOTJIOOYJTiHIB IO/IaHI B IOATKY 5).

** ][ mamieHTiB BIKOM MEHIIE 4 POKIB, a TAKOXK IS TAI[IEHTIB 3 HEMIOBHOK BiJAMOBIIHICTIO
0  BUIIE3raJIaHUX  KPUTEpiiB  HEOOXIAHO  3aCTOCOBYBATHM  JiarHO3  «HEKJIacudixoBaHa
rinoraMario0yaiHeMis.

k% ]lns mamieHTiB 3 mMOOKUM aedinmuroM T-KIITHH HEOOXITHO 3acCTOCYBaTH JlarHo3
«HexknacudikoBanuit KoMO1HOBaHHM IMyHO1EDILIUT

Jutsa4a imyHouiorisi: miapy4ynux/ JL.I.Yepaumona, A.Il. Bosnoxa, JI.B. KocTiouenko Ta in.; 3a
pea. npod¢. JL.L.Uepuumonoi, A.Il. Bosoxu. — K.: BCB «Meanuunay, 2013. — 720c¢
Kpumepii diacnocmuku

KJITHIYHI.

- Jle6roT iMmyHOAEePIUMTY y BUIVIAII pElMIMBYIOUUX 1H(EKLIH y 1opocaoMy Biui (6 pasiB Ha
PIK) 4M B TUTS4OMY (8 pa3iB Ha PiK);

- Po3BuTOK pernunuByrounx OakTepiadbHUX 1H(EKIiH OpOHXOIereHeBol CUCTeMH: OPOHXITH,
ITHEBMOHII (He MeHIIIe 2 eMi30/liB Ha PiK);

- PenunuByrounii CHHYCHT - 2 Ta O1IbIIIe pa3H HA PiK, XPOHIYHUNA CUHYCHUT - PE3UCTEHTHUH 110
aHTHOAaKTepiadbHOI Teparii TpUBaAIICTIO Outbie 1 MicsLs;

- PerunuByrounit otut 2 Ta OinblIe pasu Ha PiK, PE3UCTEHTHUH 10 Teparii TPUBAIICTIO
oubire 1 mMicss;

- Cercuc, 0CTEOMIENIT, MEHIHTIT;

- PeunauByroui 1 nepcucTytodl BipycHi (TepneBipycHi), TpuOKOBI (KaHIUA03) Ta Mapa3uTapHi
(71aM61103) 1H KT,

- AytoiMyHH1 xBopoOu B 50% marieHTiB (ayToiMyHHa TeéMOJITHYHA aHEMis, aBTOIMyHHa
TPOMOOIIMTOMNEHIS, PEBMATOITHUNA apTPUT, AyTOIMyHHUI renaTuT TOILO);

- YpaxkeHHs NUIYHKOBO-KHMIIKOBOTO KaHaly: HecrneuudiuHuii kKoiiT, xBopoda KpoHa,
CHHJIpOM MajbabcopOuii, HoaynsgpHa JiMQoigHa rinepruiasis;

- 'panynbomaTo3Hi ypakeHHS JIeTeHb, IEYIHKHU, CENIe31HKH, IIKIPH;

- ITigBuIIEHHI PU3HK PO3BUTKY 3JI0SKICHUX HOBOYTBOPEHb.

JIAEOPATOPHI:
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- 3”ayHe 3HWKEHHS (moHax 2SD) momo BiKOBOI HOpMHM Xoda O JBOX 3 TPhOX OCHOBHHX

130THITIB 3aralbHUX cUpOBaTKOBHUX iIMyHoro0ymiHiB (IgG, IgM, IgA);

- HemoctaTHs BiINOBiNb HAa BaKIMHAIBHI OUIKOBI (quUQTEpiiiHuii Ta MpaBUEBUI aHATOKCUHHM)
ta nomcaxapuaai (Haemophilus influenzae b, Streptococcus pneumoniae) aHTUTEHU;

- HopmanpHa abo 3HMKeHa KUTbKICTh Ta QyHKIiT B-nmiMmpouutis, nedinut B-kniTHH nam’Ti;

- HopmanwHa abo 3HMKEeHA KUTbKICTh T-miMponuTiB, 30kpeMa CD4+ ta 3miHeH1 QyHKIT Ux

KJIITHH.

IIITBEP/IZKYIOUI:
- IlamienTam 4070BI4Oi CcTATi CJiJ] MPOBOIUTH AOCITIHKEHHS btk-reHy 3 METOI0 BHKIIOUYEHHS
Mi3HBOTO Ae0TY XBOpoOU bpyToHa;

- BusBnenns nmpuunHHO3HaUMMHX MyTariii B omHomy 3 reHiB: TNFRSF/3B, 1COS, CD19,
TNFRSF13C, MS41A(CD20), CD81, CR2(CD21), LRBA, PRKCD, NFKB2, IL21.

Ha ocHoBi kpuTepiiB AilarHOCTHKH JiKap-iMyHoJOor amOynaTopHo Moxke BucTtaBatu 3BI/] Ta
CKepyBaTH TAIli€HTa IS Mig00py Ta MPOBEICHHS JIIKYBAHHS y CTAIIOHAPHUX YMOBAaX Yy MiCBKUH
HEHTp KIIHIYHOI iMyHOJOrii Ta aneproiorii abo Ha IMyHOTepanaBTU4HI JXKKa MICHKOI
MIMPOKONPOQLIBHOT JIIKapHI.

Yom’sik B.B., KocTiouenko JI.B., Pomannmmn S1.FO. Aaroputm HaJaHHs MeIMYHOI 10NIOMOTH
XBOPHUM HA NepBUHHI iMyHoaepiuuTH // Meronnuni pekomenaauii. — Kuis, 2012.- 54 ¢.;

JAndepennianbHa qiarHocTUKA

[Ipu

Bepudikamii  3BI/]

HEOoOXiIHO

MIPOBOJUTH

madepeHniiny — AiarHOCTHKY 3

rinoraMarioOysiHeMisIMU Pi3HOTO TeHe3y (po3ain 6) Ta iHmmMuy Bapiantamu [11/1.

JudepennianbHa JiarHOCTUKA

HasBa OcobuBocTi Kuiniuni kpurepii Jiarnocruka
aHaMHe3y
3aranbHui o [Ipupomxenwnii 1]] e PenuauByroui OakTepiitHi | ® 3HAYHE 3HUKCHHSI
BapiabenbHU e BussnseTsca y 1H]eKii opraHiB AMXaHHS JIBOX 13 TPHOX OCHOBHHX
iMyHOZIE DI T YOJIOBIKIB Ta >KiHOK (6pOHXOEKTAaTHYHA XBOPOOa, | KIIAciB 3aralbHUX
e Manidecramnis MTHEBMOHIsI, XPOHIYHHIA CHPOBATKOBHX
nicns 10 pokis CHHYCHT) imyHornoOyniuiB (IgG,
e PenuauByroui BipycHi, IgM, IgA), cymapHa
rpuOKOBI, Mapa3uTapHi KIJIbKICTB SIKMX OliblIIa
iHekii 2SD
e AyTOIMyHHI XBOpOOH e HopmaneHa a6o
(ayroimMmyHHa aHeMmis Ta 3HIKEHA KITbKICTh B-
TPOMOOIIMTONEHIS, miMponHUTIB.
PEBMAaTOIIHUI apTPHUT) e KinbkicHi Ta
e Vpaxenns [IIKT (byHKIIOHATTBHI
(HecrieniuiyHUH KOIIT, nopymeHHs T-
xBopo0Oa Kpona, cuuapom TiMGpOIHUTIB
MastbabcopOIIii) e 3HIDHKEHHA KUIBKOCTI
o [ligBuIIeHWI pU3UK CD4*-nimdoruris
PO3BUTKY HOBOYTBODIB
BubipkoBuit e [Ipupoxennii e [ligBuiieHa yacrora o 3HIKEHHS PIBHA
nedinur A iMmyHomedinuT GakTepiiHuX iH(EKIii CHpPOBAaTKOBOIo IgA
(CeNeKTUBHUM e XBOpIiIOTH YONIOBIKK | AUXanbHUX HULAxis 1 [IKT (menmre 0,07 1/m)
pedinut A) Ta JKIHKU e AsepriuHi XBopoOu e HopmanbHuil piBeHb
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Ha3sBa

Oco0auBocTi
aHaMHe3y

Kuainiuni kpurepii

JliarnocTHka

e Mamnidecraris y
Oy/Ib-sIKOMY BiIIi

e AyToiMyHHI XBOpOOH

cupoBarkoBux IgG Ta
IgM

e HopMmanbHuii piBeHb
KOMITOHEHTIB
KOMIUIEMEHTY

e HopmanbHa
(dyHKIIIOHATIbHA
akTuBHICTB T- 1 B-
niMponuTiB

¢ AKTHBHICTb
(daronuTo3y B Mexkax
HOPMU

XBopoba bpyrona

e [Ipupomxenun
iMyHOAEPIUT

e XBOpIIOTh
XJIOITYUKHU

e Mamnidecraris 3 4-6
MICSLIB

e PernnuByroui O6akrepiiini
iH]eK1ii opraniB AMXaHHS
e PenuauByrouuii OTUT

e Cercuc, OCTEOMIETIT

e PernmnuByroui 6akrepiiini
iH(eKUiT WKipu

o ['imomuazis giMpaTHIHUX
BY3JIiB

e ApTpHTH ayTOIMyHHOTO
a00 1H(EeKIIIHOTO reHe3y

e 3HIKeHa KUIBKICTh B-
nimpornutis (CD19 abo
CD20) menme 2%

e 3HmwxkeHHs piBHA IgG
MeHi1e 2 /1

e IgM, IgA, IgE
BiJICYTHI a00 HasIBHI B
Jy’Ke HU3bKIH
KOHI[EHTpAITii

e KinbKicTh Ta QyHKIIIS
T-nmimdoruTiB B HOpMi
e HopmanbHuii piBeHb
KOMIIOHCHTIB
KOMIUJIEMEHTY

e Bincyrnicts B-
KJIITHHHOT
TUPO3UHKIHA3U

[H11 yrouHeHi
IMyHOAEPIITUTHI
MOPYIICHHS
(BTOpUHHI HaOyTI
IMyHOZEDIIUTH)

e BlJI-geacomiiioBadi
HaOyTi/BTOpUHHI
IMyHOIE(PIITUTH U1
iMyHOAEePIUTHI
MOPYIICHHS

e Bupakeni kiiHiuHI
CHUMIITOMH (4acTo
peLUANBYIOY1
iH(eKIiiHI XBopoOu
PI3HOTO TeHE3Y TOIIIO)
¢ 3MiHM KUIbKICHHX 1
(byHKIIOHATTBHUX
MMOKa3HUKIB IMyHHOT
cucteMu (KIITHHHOI 1
T'yYMOPAJIBHOI JIAHKH
MPUPOJKEHOTO Ta
HabyTOro IMyHITETY)

e [IpuunHU PO3BUTKY:

® CIUICHEKTOMIsA
e TpuBaie
3aCTOCYBaHHA

o 3aTsSHKHHH, MIIIBHH
XapakTep nepeoiry
1H(EKIIHHNX Ta COMATHYHUX
XBOPOO 3 XpOHi3alli€lo
nporecy

e HeedexTuBHICTH
3aCTOCYBAHHS TPAAULIIHHUX
CXeM JIIKyBaHHS,
HEOOXIJJHICTh BUKOPUCTAHHS
AHTUMIKpOOHUX IpernapaTiB
pe3epBy TOLIO

e PerioHapHa/cucreMHa
miMpaneHomnatis

e ['emarocruieHomeranis

o Mianriuynuii,
apTpaITIYHUHA CUHJIPOMHU

e bakrepiiiHi ypaskeHHs
mikipu (Tmoaepmis, adcrecH,
bermonm)

e [loBTOpHI MHEBMOHIT
pI3HOTO TeHE3y

® 3arajlbHUM aHaji3
KPOBI: TIM(OLUTO3/TiM-
doneHis

e 3HIKEHHS KIJIBKOCTI
Ta IOPYIICHHS
(GyHKIIIOHATBHOT
AKTUBHOCTI KJIITHH
HeNUTpo1IbHO-
MOHOIIUTAPHOT JIAHKH

e 3HIKEHHS KUTLKOCTI
Ta TOPYIICHHS

(G yHKITIOHATBEHOT
aktuBHOCT] T- 1 B-
nimpornuri, NK- kaiTHH
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Ha3ga OcobauBocTi Kuainiuni kpurepii JiarHocTuka
aHaMHe3y

IUTOCTATHUKIB, e VpaXeHHs HEPBOBOL
IMyHOCYTIPECOPIB, CUCTEMH

LIMTOKIHIB,
MOHOKJIOHAJIBHUX
AHTHUTLI, IPOMEHEBOT
Teparii

4. KIACU®IKALIA, POPMYJIIOBAHHSA TA KOAYBAHHSA JIAT'HO3Y

3azanvnuit eapiabenvnuil imynodegiyum, 3a BusHadeHHsiM Kowmitety ekcmneprie BOO3 y
1987 poui — nie 111, sikwii ycriaJIKOBY€EThCS 32 ayTOCOMHO-PEIICCHBHIM 200 JOMIHAHTHUM THUIIOM U
XapaKTepu3yeTbcs Ne(eKTOM CHUHTEe3y aHTUTIA Ta MOPYIICHHAM KIITHUHHOTO IMYHITETY.
XapakTepHUMHU IMYHOJOTIYHUMH TpOSBaMH 3aXBOPIOBaHHS € mopymeHHs ¢ynkuii T- 1 B-
TiMGOIUTIB Ta rinoramario0yaiHeMis.

JIJIs cTaTUCTUYHOTO KOyBaHHS XBOpoO 3 1999 poky B YkpaiHi 3acTocoByeThcsi Mi>kHapOIHA
knacudikanis xopoo 10-ro nepermsiny (BOO3, XKenesa, 1995).

Kanacudikania 3BI/ 3a MKX-10:

D83 3aranpuuii BapiabenbHul IMyHOASPITUT

D83.0 3aranpHuii BapiabenbHU iIMyHOAEPIINT 3 HEPEBAKHUMH IMOPYIICHHIMH KUTBKOCTI Ta
¢ynkuii B-xiitua

D83.1 3aranpHuii BapiabenbHUM iMyHOIE(DIIUT 3 TEPEBAKHUMU TOPYLHICHHIMU
IMyHOperynaTopHux T-KIiTHH

D83.2 3aranpHuii BapiabenpHUi iMyHOAEPIIHT 3 ayToaHTUTIIaMK 10 B- Ta T-KimituH

D83.8 Inmi 3aranbHi BapiabenbHi iMyHOOEPIUTH

D83.9 3aranpHuii BapiaGenbHUl iMyHOAEPIINUT, HEYTOUHEHHHA

3rigHo 3 i€l kiacudikaiiero, A1 BU3HAYEHHS MMaTOJOTIYHOIO CTaHy 13 3aly4eHHS IMyHHOT
cuctemu 3ampornioHoBaHi pyopuku D80-D89, a mist BU3HAYECHHS MATOJOTIYHOTO CTaHy, SKWN
nos’si3anuit 3 [IJ] — pyOpuka D80-D83. Tepminy «3aranbnHuil BapiaOenbHHN iMyHOAEPIIMT 3
NEPEeBAKHUMHU TMOPYLUIEHHSAMHM KUIbKOCTI Ta (yHKUII B-KIiTHH» BIANOBIAA€ KIIHIYHUNA TEpMIH
«rinoraMarynoOyniHeMis», UId SIKOTO XapaKTepHI OOTSHKEHICTh CIMEMHOro aHaMHE3y Ta O3HaK
peuuauByOUNX OaKTepiiHUX 1HQEKIIN 3 IepeBaKHUM ypaKeHHsIM oprasi auxaHus (90%), mkipu
(21%), opraniB imyHHoi cuctemu (15%), TpaBHoi cuctemu (13%), MeHiHreanbHUX 000T0HOK (6%),
cyrno0iB (6%), kmiTuH KpoBi (6%). HallG1apIm XapakTepHUM € 3HIKEHHSI B KPOBI (K MiHIMYM B 2
pasu) piBHS IMYHOTJ00YNiHIB TphoX ocHOBHUX kiaciB (IgG, IgM, IgA) abo, mpuHaiiMHi, ABOX
knaciB IgG, IgA 1/a6o IgM. Pisens IgG cknanae menie 4 r/1 y BCiX XBOpUX.

VY  neskuX TMAaIli€eHTIB MOXYTh BHABIATHCS (YHKIIOHAIbHI TOpYyIIEeHHS T-KIITHHHOTO
IMyHITeTY: 3HWKeHHs cmiBBigHomeHHss CD4/CDS8, miaBumieHHsS aKTUBOBaHWX T-TiM(OINTIB,;
3HIKEHHS TpojidepaTuBHOT akTUBHOCTI T-TIMQOLUTIB Ha MITOr€HHU; MiABHIIEHHS AaKTMBHOCTI
HaTypaJIbHUX KUIEPHHUX KIIITHH. 3aXBOpPIOBaHHS MaHipecTye B Oyab-sIKOMY Billl, OJJHAK HalyacTile
micnsg 2-3-X pokiB, B 15-25 pokiB 1 B 55-60 pokiB. OcoOauBOCTI KIIiHIYHOrO Mepeodiry:
OpoHXO€KTa3u, Tinorviasis JMQOiTHOT TKaHMHM KHUIIKIBHUKA, ManbaOCopOIis 3 CHpyHoaiOHUM
CHUHJIPOMOM, TSDKKUH JIIMOIi03, Ne(ilUTHI aHeMii, TiMONpoTeiHeMis; ayTOiMyHHa IaToJOTis
(ayTOoiMyHHI TpOMOOIIMTOIIEHIS 1 aHeMis, CUCTEMHHIl 4YepBOHUN BOBYAK, PEAKTUBHUMN apTpUT,
aepMaTomiosur), JiMpomu 1 370sKicHI myxauHHu, nepeBaxkHo IIIKT; crmeHomeranis, nudysHa
niMmpanenomnaris. XapakTepHa BiICYTHICTh (hOpMYyBaHHS MICISBAKIIMHAILHOTO IMYHITETY.

Jns 3BIJI xapakTepHUM € OedeKT aHTUTUIONPOIYKIii, OJHAK 32 OCTaHHI POKHM BHU3HAYEHI
HIIT IMYHOJIOT14HI TTopymieHHs. JlepeKT aHTUTIIOYTBOPEHHS BITHOCUTHCS 10 HAMOUIBIIT THIIOBOTO
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Il IPOSIBIISIETHCS BUPAKEHUM 3HIKEHHAM KoHueHTpauii IgG y cuposarii kpoBi (mpuHaiiMHi, Ha 2
SD HmX4Ye cepenHpoi Il IEBHOTO BiKY) Ta ICTOTHUM 3HIDKEHHSIM, PUHANWMHI, OJTHOTO 3 130THITIB
IgM i IgA. ¥V GinpmIocTi MaIi€eHTIiB BUSBIAETHCS 3HKEHHS B-nmimdouunTiB. YacTo crocrepiraerbes
3HIDKCHHS KIJTBKOCTI a00 mopymeHHs GyHKIii T-1iMbOoIuTIB Ta IeHAPUTHUX KIIITHH.

Knacudgikanis BiImoBiaHo 10 MoJIeKYyJISIPHO-TeHeTUYHUX JedeKTiB:
3arajibHUi BapiaOenbHUN IMyHOIEDIUT HEBIIOMOTO TOXOPKEHHS
3araiapHui Bapiabenbuuii imyHogedinut 1 tumy (aedimur 1COS)
3arajgbpHUl BapiabenbHuil imyHoaedinut 2 tuny (nediuur TNFRSF13B)
3arajgpbHul BapiabenbHul iMmyHomedinuT 3 tumy (myrarii B reni CD19)
3arajbHUM BapiabenbHuil imyHoaediut 4 Tumy (Mytanii B reni BAFF-R /TNFRSF13C)
3arajgpHui BapiabenpbHul iMyHomedinuT 5 tumy (mytarii B reni CD20)
3arayibHUM BapiaGenbHui iMyHOaedinuT 6 Tumy (MyTarnii B reni CD81)

NoakownE

TepMiH «3aranbHui  Bapia®enbHUl iIMyHOAE(DIIUT 3 MEPEBAKHUMH IMOPYIICHHSIMH
imyHoperynsatopaux T-kmitua» BxuBaetbes npu Aedimurti 1COS, sxumil ycrnaakoByeTbes 3a
ayrocomHoO-periecuBHUM THNOM. |ICOS ekcnpecyeTbes Juille Ha akTUBOBaHUX T-miMQouuTax.
Marnigecramis miei ¢opmu 3BIJ cmocrepiraerbes micis 10 pokiB. Y 10-20% mamieHTiB
BUSBIIIETHCS CiMeitHa icTopis xBopoOu. Y xBopux 3 aedinurom ICOS Ha 11 rinoramariaoOyiHemii
criocTepiraeTbcst TsDKKa B-mimdorurapHa nimdorneHis, BiacyTHicTh B-miMdonwmTtiB  mam’sTi,
migBumenHs Kinbkocti T-umrotokcmunux nimdouutie  (CD8Y), axkrtuBoBaHuX miMQOLMTIB
(CD8'CD57"), T-nimponuris mam’sti (CD4°CD29") ta 3mmxenns T-xemnepis (CD4") i
HaTypaabuux Kinepuux kiituH (CD16°/CD56%), a Ttakox mpoaideparuBHoi aktuBHOCTI T-
nimonuTie Ha MiToreHH. OnHaK, y OLIBIIOCTI MAII€HTIB BIACYTHI O3HAKU T-TmiM(OIMTapHOTO
IMyHOZeDIUTY Ta BUSHAYAETHCA MIBUIIICHA YACTOTa CEIEKTUBHOTO Aedinuty IgA.

Ocobnusocmi  KniHiuHO20 nepebicy: 370AKICHI niM@ornposidepaTuBHI HOBOYTBOPEHHS,
ayTOIMYHHI Ta rpaHyJieMaTO3Hi XBOPOOH, EHTEepOIaTisl, CIUIEHOMErais.

V nauienTiB i3 3BIJ] npyroro tuny (nediuur 74CI) BU3HaYa€ThCs TinoramarioOymiHeMis 3
HU3bKUM piBHeM cupoBatkoBux IgG, IgM, IgA, peuunuByrodi iHdekIii, B T.4. CEpeaHid OTHT,
iHpekuii quxanpHux nwisixis, IKT; cnimenomeranist, yacTi ayToiMyHH1 XBOpoOH, B IEpIIy Yepry
ayTOIMYHHMH THPEOiquT; JiM(POMHU Ta 3JI05KICHI HOBOYTBOpeHHs, nepeBaxHo LIKT; BigcyTHicTh
HiCJIABaKIIMHAIBHOTO IMYHITETY Ha IMYyHi3allil0 THEBMOKOKOBOIO BAaKIIMHOIO 1 a/IeKBaTHUI CHHTE3
cnenudiyHuX aHTUTLI Kiaacy IgG miciig BBeleHHs PaBIEBOTO0 aHATOKCUHY.

Hepexmu B-nim¢poyumis. Y OIIBIIOCTI XBOPUX YHUCIO B-MiMQPONUTIB 3HAXOMUTHCS Ha
HIOKHIN Mexi HopMmu abo gemo 3HmkeHe; y 10% XBOpuX — Ii KJIITHUHU TOBHICTIO BiJICYTHI.
®deHoTUTIOBHI aHasi3 B-miMdonuTiB mokasas 3HWKEHHs KiibKocTi B-miMmdonuris mam’sti CD27" y
OUIBIIIOCTI XBOPHUX.

3rigHo 3 1€ kiacudikaili€ro, 3araqbHUE BapiaOelbHUN IMYHOAE(IIUT HEBIAOMOTO
MOXO/IPKEHHS BITHOCUTHCS /10 TETEPOreHHOI Ipynu HeauepeHIiioBaHNX 3aXBOPIOBAaHb 3 PI3HUMU
TUIIAMU YCIHa/IKyBaHHS (2yTOCOMHO-PELECUBHUNA, ayTOCOMHO-JOMIHAHTHUN, X-34UeTJIEHHI), OHAK
HAWOUIbII YacTO 3yCTPIYAIOThCS CIOpAaJWYHI BHUMAJIKU, NpU SKUX TUI CHAJAKYBaHHS He
INPOCTEXKYEThCA. 3aranbHUi BapiaGenbHuil iMyHozxediuut 1 Tunmy — ue d¢opma 3BIIA 3
romo3urotoro Mmyrtamiero B reHi ICOS (;mokyc mnartosmoriyHoro reHy 2q33). 3araibHuit
BapiabenpHuil imyHomedimmur 2 tuny (medinut TNFRSF13B) — ne d¢opma 3BIJ 3
TeTePO3UTOTHUMH, TOMO3BWTOTHHUMH a00 CKIQJHAMH TE€TePO3UTOTHUMH MYTAIlisiIMH B TeHi
TNFRSF13B xpomocomu 17pll.2, sxuit konye TpancmemOpannuii aktuBarop CAML (TACI).
HeoOxigno nmam’sitatu, mo mytanii B reHi TNFRSF13B Takox MoxyTh crpusiti GopMyBaHHIO
cenekTuBHOro fedinuty IgA. JlocmiKeHHIMHU OCTaHHIX POKIB JOBEJCHO, 110 IPUYUHOIO PO3BUTKY
3BIJl € momaTkoBi MyTallii HACTYITHUX MOJICKYII, sIKi 3aJlisiHI B TIpotieci audepeniaiii B-kmitua Ta
MEepeKNIIoueHHs cuHTe3y i3otumiB imyHornoOyniHiB (Ig): ICOS, CDI19, BAFF-R, TACI,
noimopdizm MSHS.
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Ilpu ghopmynroeanni diazno3y nHeodXiono exazysamu:

a) dopmy imyHOAehIUTY (3 MEpPEeBaKAHHIM HEJOCTATHOCTI IMYHOIIOOYJIHIB TOTO YU
HIIIOTO KJIACy, MOpYIICHHIM (YHKIIT/KibKkocTi B- a6o B- Ta T-kiituh);

b) renmernunwmii fedekT (IPU MOKIUBOCTI)

C) XapakTep YIIKOJDKCHHSI TOHKOTO KUIIKIBHHKA (MOP(OIOriYHa XapaKTepuCcTUKa, HassBHICTh
aiMQoinHoi rinmepruiasii, TrimoraMarioOyJIiHEeMIYHOTO CIHpy), CTYIiHb TSKKOCTI CHHIPOMY
HOPYIIEHOTO BCMOKTYBaHHS;

d) yckmagHeHHs: HasBHICTh IHQEKIIMHUX 3aXBOPIOBaHb. IMapa3uTapHUX (JIsAMOIi03),
OakTepiiHUX, BIPYCHHUX, TPHUOKOBHUX 3 YpaXKCHHSM PI3HHUX OpraHiB 1 CHCTEM; ayTOIMYHHI,
OHKOJIOT14YHi, TPaHyJIeMaTO3H1 3aXBOPIOBAHHS.

Ipuxiaaau ¢popmy/IIOBAHHSA XiarHo3y:

1. 3aranbuawmii BapiaGenbHUI iIMyHOAEPIIUT 3 HEJAOCTATHICTIO IMyHOTJIOOYIiHIB BCIX KIIAaciB
(myratist B reni TNFRSF13B) 3 nudy3Horo niMpoinHow rinepruiasiero ToHKoi Kumku. CHHAPOM
manbabcop6biii Il crymens 3 OLIKOBOI, €JIEKTPONITHOIO 1 BITAMIHHOK HEIOCTATHICTIO.
3amizoaedinuTHa aHeMis, Kaxekcis. JIamomios.

2. BaranpHuil Bapiabenbuuit iMmyHomedinut 3 HemoctatHicTio IgA Ta IgG (MyTaris B reHi
ICOS). Cungpom wmambaOcopOIiii, OUTKOBO-€HEPreTHYHA HEIOCTATHICTh BAXKOTO CTYICHS,
kaxekcis. Ocreonopos. I'imonporeinemiuni HaOpsku. B12-nedinuTHa aHeMist BaXXKOTO CTYTICHS.

3. 3aranpHuil BapiaGenpHUil iMyHOIEDIUT 3 HEJOCTATHICTIO IMYHOTJIOOYJIHIB BCiX KJaciB
(myramiero B reni 1COS). Bponxoekratnuna xBopobOa, cepemnboi Tspkkocti, JH II crymenro.
XpOHIYHUH THIHHUIA TAaHCUHYCHUT, CTaisl 3arocTpeHHs. AyToiMyHHa HelTponeHid. CruieHoMeranis.

Komenmap Pooouoi cpynu:

Y @popmyniosanui diacno3zy cnio xopucmyeamucsa xknacughikayiero ma KoOy8aHHAM OIA2HO3Y
3eiono 3 MKX-10. YV eunaoky eécmanoenenms cememuynoco oOegexmy U020 8apmo 6Ka3amu 8
diaenosi. Takooic HeoOXIOHO 6Kazyeamu 6Ci 6UsGNEHI V X8OP0O20 NpPOAU MA YCKIAOHEHHS SK
iHhexyinoi, mak i HeiHgheKyitiHoT npupoou, CMyninb HASIBHOI PYHKYIOHATLHOI HeOOCMAMHOCMI 31
CMOpOHU ypadiceHux opeanie ma cucmem. I[lpu in@exyilinux YCKIAOHEeHHAX 6KA3YEMbCSA He
pe3ucmenmuicms 00 aHmubiomuxka/Kie y pasi ii Hasg8HoCMi.

5. OBCTEXKEHHSA ITALHIEHTA, XBOPOI'O HA 3BI/{

Hiarnoctuka 3BIJ[, sk 1 BciXx iMyHonedinuTiB, MoTpedye KOMIJIEKCHOTO KJIIHIYHOTO M
71a00paTOPHO-IHCTPYMEHTAIBHOTO JOCIIDKEHHS 3 METOI0 BUSBJICHHS TOPYIIEHHS CTaHy IMyHHOL
CHCTEMH, a TAKOX MOJIEKYJIIPHO-TEHETUYHOT'O OOCTEKEHHS XBOPOT'O Ta POAUYIB.

OOcTexxeHHs! MPOBOJUTHCS MPU MOCTYIJIEHHI ¥ MNP BUIIKCI XBOPOIO 13 CTAlllOHapy Ta 3a
noTpe0Oor0 KOHTPOJIIO 3MIHEHHUX MOKA3HUKIB. Y KOMIUIEKC 0OcTexeHHs XxBopux Ha 3B/l BxoauTs:

1) anamHe3 (B T.4. BIK JAeOw0Ty, 4YacToTa Ta OCOOMMBOCTI mepediry iHdekmiil; 30ip
AQHTEHATAJILHOTO, TOCTHATAJILHOTO, CIIaJKOBOTO, aJeproJIOriYHOr0, BaKIMHAIBHOTO, XipyprivHOTO
TOIIO aHAMHE31B);

2) ¢i3ukanabHe OOCTEeXKEHHS Ta 3arajibHUM OTJISA 3 OLIIHKOIO CTaHy BCIX OpPraHiB Ta CUCTEM 3
0COOJIMBUM aKIIEHTOM Ha CTaH JUXaJIbHOI, TPAaBHOI CUCTEMH, OpPraHiB IMyHHOI CUCTEMH;

3) mabopaTopHi (3arajgbHi KJIiHIYHI, IMyHOJIOT14Hi, MOP(OJIOTiUH1, MOJIEKYJIIPHO-TEHETHYHI);

4) iHCTpyMEHTaIbHI 00CTEKEHHS.

Common Variable Immunodeficiency (CVID) - diagnosis and management. United
Kingdom Primary Immunodeficiency Network (UKPIN) - Standards of care. ESID
diagnostic criteria for PID, 2011
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JlabopartopHe OOCTEX)EHHS 3IIACHIOETHCS Y 3aKiIaJax OXOPOHH 3[0pOB’S, IO HANAIOTh
nepBuHHY amOynatopHy (I eram), BropuHHY criemianizoBany amoOynatopny (Il eram) ta BTOpuHHY
crierianizoBany crarionapHy Mmeauuny gomnomory (III eram), a Takox CKIaIaeThCS 3 000B’A3KOBHX
JOCTIJKeHDb Ta 00CTEKeHb 32 MOKA3aMHU.

Mo 3azanvnux KaiHiuHUX 1A00PAMOPHUX 00CTI0MHCEHb, AKI nposodamuvca Ha I emani,
gioHOCAmMbBCA:

e 3aranpHUI aHaAM3 KpoBI (3 TMIApPaXyHKOM aOCOJNIOTHOI KUIBKOCTI BCIX KIITHH
JeiKkohopMyIIH)

e BusHnaueHHs rpynu KpoBi Ta pe3yc-pakTopy — nmpu notpeodi

e AHaJi3 Kay Ha Ul rebMIHTIB, KOTporpaMa

e bioximiuni mokazuauku: AJIT, ACT, O6inipy0iH, KpeaTHHIH, CEUOBHMHA, 3arajlbHHi OIJIOK,
poTeiHOrpaMa TOILO — 3a OKa3aMu

e ['ocTpoda3zHi OUIKM — 3a TOKa3aMu

e 3araJibHMIA aHATI3 cedl

o RW

e Antutina no BIJI1/2 — 3a moka3amu Ta 3a 3ro7[00 XBOPOTO

e bakTepiitHi TOCIBM IIKIpHU, CIM3IBOK Ta O10J0riyHUX piauH (3 BorHum iHeEKIii) 3
BHU3HAUEHHSM YYTJIMBOCTI 10 aHTHOIOTHKIB — 32 TIOKa3aMH

¢ Perrrenorpadist opraisB rpyiHOI KJIITKA — 33 TOKa3aMU

/o 0006’a3K06uUx 3a2anbHUX KAIHIYHUX 1AO0OPAMOPHUX O0CTIIOHCEHb, AKI NPOBOOAMbCA HA
1I emani, ¢ionocamoca:
e Pisens IgM, IgG, IgA, IgE B cupoBartii kpoBi
e Jlimdporpama: CD3*-, CD4*-, CD8"-, CD19",-CD20*, CD16*/56*-nimpouuru (%, I'/1)
e Tutpu 130reMaratoTHHIHIB — IPH MOXKIIMBOCTI
¢ PiBeHb crienu19YHUX aHTUTLUI TIcisl BakUHALi1 ( yepe3 4 THkKH1) — IPU MOXKIIUBOCTI
e Enektpoxkapiorpadis
e Exokapaiorpadis
e V3/] BHYTpIILIHIX OpraHiB
e CriipoMeTpisi, THEBMOTaXOMETPIst
e bakTepiiiHl TOCIBM IIKIPH, CIU3IBOK Ta OIOJNOTIYHUX pIAUH (3 BOTHMIL 1H(eKuii) 3
BU3HAYEHHSM YyTJIMBOCTI 10 aHTHOI0THKIB — 3a MOKa3aMHU
e Pentrenorpadist opratiB rpyJHOi KJIITKH — 32 IOKa3aMHu
e KoHCynbTalii JikapiB: MyJbMOHOJOra, (TH3iaTpa, €HJOKpUHOJOra, o¢TanbMoiora,
OTOJIApUHTOJIOra, TeMaToJIora, 1€PMAaTOBEHEPOJIOra, TaCTPOEHTEPOJIOra, pEBMATOJIOra, HEBPOJIOTa,
Xipypra, OHKOJIOTa Ta iHIIKX (32 TOKa3aMHu)
O00B'A3K0BI 00CTE)KEHHS MOBHHHI MPOBOAMTUCSA BCIM XBOPHUM 3 TiOramarjioOysiHeMIeo Ta
pPeLUINBYIOYMMH 1H()EKIIMHUMHU 3aXBOPIOBAaHHAMU JUI BU3HAuUEHHS (OpMH IMyHOAE]IIHMTY,
OLIIHKHU CTaHy YIIKO/DKEHUX OpraHiB (OpraHiB-MillleHei) Ta GpakTopiB pu3uky. [Ipu BincyTHOCTI
MOKJIMBOCTEH TPOBEACHHS THUX YM IHIIMX JOCHiKeHb Ha Il erami, iX cimix 3aruiaHyBaTH i
nposectu Ha III eTami.

o 3azanvnux KaiHiYHUX 1a00pAMOPHUX 00CTI0MHCEHb, AKI nposodambca na 11l emani 3a
NOKA3AHHAMU BIOHOCAMBCA:

¢ Busnauenns B-nim@ouunti nam’sTi — mpu MOKIUBOCTI

e Pigenp migkiaciB IgG — nmpu MOXKIIMBOCTI

e BusHnaueHHs aHTU-IgA aHTHUTLT — IPU MOYKITMBOCTI

e Peakiris 6imactrpancdopmariii 1iMEGOIUTIB 3 pI3HUMHU MITOT€HAMHU — IPU MOXKJIMBOCTI

¢ Enextpodopes ceui (mopocinm)

e [{uronoriuni gociikeHHs (OpOHXialbHUX CEKPETiB, KOH IOHKTUBAIBHOI PiAMH, 31MIKpsIOiB
CIIM30BHX, CIIMHU TOIIO)
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e 3arajgpbHa KOMILJIEeMEHTapHa akTUBHICTH cupoBaTku (CHS50) Ta KOMIOHEHTH KOMIUIEMEHTY
C4,C2,C3

e darotecrt (paromurapuuii nokazuuk, HCT-TecT: CIOHTaHHUN Ta CTUMYJILOBAHUH )

e Mapkepu BipyciB renarutis B, C

e Cnermudiunmii IgE (xapuoBa, pecriiparopHa maHesni TOIIO)

e [nentudikanis asIMOMIN y AyoIeHATbHOMY BMICTI 4M Kaui

o [[JIP-miarHocTuka iHdekuii: npoctoro repnecy, [IMB, EBV, mikomna3smu, TokcomiasMu,
XJIaMiJTIild TOIIO

e Busnauennss ayroimyHHux wmapkepiB: P®, IIK, xkpiormoOymiHiB, aHTHHYKIJICApHUX,
AHTUHEUTPOPIIEHO-IIUTOIUIA3MATHYHUX AHTUTUI, KpiorIoOyniHiB, HpsMa 1 HempsMa peakiis
Kym6ca Tomo

¢ OHKOMapKepH — BIAMOBITHO 0 HASBHUX MMOKAa3iB

o [TyHKIIisl KICTKOBOTO MO3KY

e biomncis JiiM$arnyHOro By3Ja 3 TOJAIBIINM IIUTOTICTOIOTTYHAM JOCIIKEHHSIM

e bpoHxockortis 3 610TCi€l0 CIM30BOI OPOHXIB

¢ E30darodioporactporyo1eHOCKOITis

¢ KostoHOCKOTITIS

e EnexrpoeHuedanorpadis

e MPT — BIAIOBIAHO 10 HASIBHUX [IOKAa3iB

o KT — BiAmmoBiIHO 10 HAsIBHUX I[MOKa31iB

e ['eHeTHYHI JOCHIKEHHS (IIPH MOXJIMBOCTI) Ta MEIUKO-TEHETUYHE KOHCYJIbTYBaHHS
POIUHU

e KoHcynpramii JikapiB: MyJIbMOHOJOTa, QTH3iaTpa, EHIOKPHHOJIOra, O(TaIbMOIIOTA,
OTOJIAPUHTOJIOTA, TeMAaTOJIOTa, JIEPMATOBEHEPOJIOTa, TaCTPOSHTEPOJIOra, PEBMATOJIOTa, HEBPOJIOTa,
Xipypra, OHKOJIOTa Ta iHIIMX — BiAMOBIHO JO HASBHUX MOKa3iB

Komenmap Pooouoi zpynu:

Ilpu nadanmi meouunoi Odonomoeu, novunarouu 3 Il emany emopunHoi chneyianizo8aHoi
oonomoau, HeoOXIOHO NPoecmu 6 nepuLy yepey Hacmynti docriodcenns: 1) pieenv cuposamkosux
IMyHO2N00YNIHIG; 2) aHani3 cuposamku ma cedi Memooom enekmpogopesy.

Ycim nayienmam 3 nioosporo na 3BIJ] nHeobxiono eusnauumu pieenv cneyu@iyHux aHmumin
00 BAKYUHANbHUX AHMUSEHI8, 30Kpema npasys, ougmepii ma iH., npomu sAKuUxX Xxeopuil 08
wennenutl. Axwo pisenv exazanux cneyuiuHux aHmuminz HU3bKUL, a KIUHIYHUL CmMaH 003801I5E,
MAKUM NAYIEHMAaM PEKOMEHOO8AHO 3pOOUMU WensieHHs. 3 OIA2HOCMUYHOIO Memolo 68ecmu
AHAMOKCUH npasys i/abo ougmepii, npu MONCIUBOCMI MAKONHC 8AKYUHU NPOMU NHEBMOKOKIE ma
ecemoinonoi ingexyii muny b (ocobaueo y xeopux 3 peyuousyrouumu iHekyisimu 6epxHix ma
HUICHIX OUXANbHUX UWLTAXI8 ma 0cOOIUBO Y 2pyni, Wo Maroms mpueaiull nepebic ma pe3ucmeHmui
0o anmubiomuxomepanii). Hacmynune eusnauenus mumpy cneyu@iuHux aHmumil HeoOXiOHO
npogooumu uepes 4-6 mudicHie, adice GiOCymHicms abo Oyce c1adka 8i0n08idb HA BAKYUHATbHI
aHmueeHu — 0OUH 3 8axcIUsUx kpumepiie oiaenocmuxu 3BI/], a makoowc nokasHuk 014 GU3HAYEHHS
HeoOXiOHOCMI NOBMOPHUX WenleHb 0aHol0 8akyunolo. Ilpu Hemodcrusocmi npoeedents 32a0ano2o
BMPYUAHHA (K NPABUTIO, V BANCKUX XBOPUX BUHUKAE NOMpeda He2auHO PO3NOYUHAMU 3AMICHY
mepanito iIMyHO2I00YIIHAMU, WO He 00360J5€ HAOANI A0eK8AMHO OYIHUMU NPOOYKYIIO BIACHUX
AHMumin) yeu mecm 3aMIiHIOIOMb HA BUHAYEHHS MUMPY 1302eMATNIOMUHIHIG, KU MEeNC 8X0OUMD 8
diaecnocmuuni kpumepii 3BIJ].

Tayienmam makoxc npo8oosamvbcsi 00CAIONCEHH NOKAZHUKIG TiMPocpamu, npu MONCIUBOCMI
— @usHaweHnHs B-xnimun nam’ami, @yukyionanvui Odocnioxcenns T- ma B-xniimuuHOI 1aHOK.
Jocnioocenusn cucmemu Komniemenmy ma ¢acoyumo3sy HeoOXiOHi MUM X80pUM, V AKUX Npu nido3pi
na I1l]] ne eussunoce 6ioxunenv 6 noxkasnukax T- ma B-kiimuunoi nanok, mobmo € niocmaeu 0is
nO0ANbLULO20 OIACHOCIMUYHO20 NOULYK).

Ipu nuzvxomy pisni IgA neobxiono docrioumu anmu-IgA anmumina, ocKinbKu ix HaseHicmb
Modice npuBoOUMU 00 BANCKUX AHADINIAKMUYHUX peaKyii Ha npenapamu Kpogi, 8 momy 4Ucii Ha
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BHYMPIUHbOBEHHI IMYHOIOOVIIHUL.

3a nokazamu nposooamuca 00CHIONCEHHA, CAPAMOBAHI HA BUAGNIEHH 602HUW IH@eKyii ma
[HWUX YCKAAOHeHb, npumamanuux xeopum Ha 3BI/]. Tak, npu 6pouxonezenesiii namono2ii nokasaui
penmeenozpagis/momoepagiss  opeanie epyoHOi  KAIMKU, OOCHIONCeHHs (QYHKYIL JNecenb |
MiKkpobionoeiyni  docniodcenns.  Heobxiono  maxooc — GUKIOUUMU — BMOPUHHI — NPUYUHU
einoeamaenooyninemii.

Ilayienmam 3 HAA6HOIO KAIHIYHOWO Kapmunol, npumamanuoro 3B, ma nopmanvHumu
PIBHAMU CUPOBAMKOBUX IMYHO2NLIO0YIIHIE HEOOXIOHO Npo00GdHCUMU OIACHOCMUYHUN NOWLYK THUUX
Gopm I1]], 30kpema nposecmu 0OCMeNCEHHA CUCmeMy KOMNAeMeHmy ma ¢hazoyumo3sy (32adaui
suwye 8 YUCL OOCAI0NCEHb 3a NOKA3AHHAMU, AKI nposodsmucs Ha Il emani obcmedicenns).

6. IA®EPEHIIMHUM JIATHO3

¥Y3aranbHeHi 1aHi po0040i rPyNy 3 HACTYNHHUX J7KepeJl:

= Conley M. E., Notarangelo L. D., Etzioni A. Diagnostic criteria for primary
immunodeficiencies. Representing PAGID (Pan-American Group for Immunodeficiency) and ESID
(European Society for Immunodeficiencies). Clin. Immunol. 1999; 93: 190-197.

» Geha R. S., Notarangelo L. D., Casanova J. L. et al. Primary immunodeficiency diseases: an
update from the International Union of Immunological Societies Primary Immunodeficiency
Diseases Classification Committee. J. Allergy Clin. Immunol. 2007; 120: 776-794.

= Bonilla F. A., Bernstein I. L., Khan D. A. et al. Practice parameter for the diagnosis and
management of primary immunodeficiency. Ann. Allergy Asthma Immunol. 2005; 94 (Suppl. 1): 1-
63.

= fpueB M. H., fIxosnesa K. 1. [lepBuunbie nMMyHOOePHUIIUTHBIE COCTOSHUSA. KadecTBO KU3HU.
Menununa 2005; 4: 66-72.

[Ipu Bepuoikauii 3BIJl HeoOXigHO mNpoBOAWTH  AU(EpeHLIHHy A1arHOCTHKY 3
rimoramarjaoOyTiHEMisSIMH PI3HOTO TEHE3Y.
Bu3HadeHi HacTyNHI IPUYMHM TiOraMario0ysIiHeMii:
1. Meoukamenmu:
- aHTUMAaJSIpiHHI IpenapaTu
- KamTOIpHII
- kapOamasemniH
- TJIIOKOKOPTHUKOIIN
- nukiodenax
- CcoJli 30J10Ta
- IeHinuIaMiH
- (eniToiH
- cynbbacanazuH
- HApKOTHYHI pEYOBUHU
2. I'enemuuni nopywiennsa:
aTakcCis-TelleaHTieKTa3is
ayrocomHa ¢opma 3BIJ]
rinep-IgM imyHoaedinuT
- nedimut Tpanckobanaminy I
3. I'inozamaznooyninemis:
- X- 34eruieHa aramarjiooysiHeMist
- X-3ueruieHi JdimdonponidepatuBHi XxBopodu (EBV acouiiioBani)
- X-3ueruieHuit 3BI/]
4. Jleaki nopywienusa 00Miny peuosun
5. Xpomocomnui anomanii:
- Xpomocomu 18Q-cunapom
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MOHOCOMIs 22
TpucoMmis 8
Tpucomis 21
. Ingpexyinni 3axeoprosanns
BUT-indexris/CHI/I
MPUPOJDKEHA KpacHyXa
MPUPO/PKEHA IUTOMETaJIoOBipycHa iH(eKis
MIPUPOJIKEHA TOKCOTIa3MOBa 1H(EKITis

7. 3nosakicni HosoymeopenHs

- XpOHIYHHH JTIM(OJICHKO3

- iIMyHOJE(IIHUTH 3 TAMOMOIO

- HEXOJDKKIHCBhKa JTiM¢oma

- B-xiiTuHHI 37105KiCHI HOBOYTBOPEHHS

8. Cucmemmni xeopoou

9. Imynooeghiyum, euxknuxanuii 2zinepkamadonizmom iMyno2n00yinie

10. Imynooeghivum, cnpuuunenuii HAOMIPHOIO BMPAMOI0 IMYHO2IO0YNIHIB

(Hedpo3, TSHKKI omiky, JiM(aHTieKTa3is, TSOKKa Jiapes)

OcHoBHUI nuQepeHniadbHAld IiarHO3 TOBUHEH OyTH TPOBEACHHWH MK TEPBUHHOIO
HEJOCTaTHICTIO AaHTUTLT (0COOIMBO Yy MOJOAMX TAI[IEHTIB) Ta BTOPUHHUMHU MNPUUYUHAMHU
rinoramarnoOyminemii (oco06nuBo y mrozaeit crapmoro Biky). Iamni ITIJ] moBuHHI OyTH BHKITIOYECHHI
0COOJIMBO B THX BHII[IKaX, KOJIM aHAMHECTUYHO BCTAHOBJICHUU paHHIN MOYaTOK CHMIITOMIB i/a00
YCKIIQHEHUH CIMEWHUI aHaMHe3. Y mepury 4epry HeoOXiJHO BUKIIOYHTH HACTYITHI XBOpoOH: X-
3ueruieHy aramarnoOymiHemito (xBopoOy bpyrona), npedimur CD40 mirangy, X-3ueruieHi
nimdonpomidepaTHBHI  3aXBOPIOBaHHS, T'eMO0JIACTO3H, OCOOJIMBO B  JOPOCIUX IAII€HTIB
(xpoHiuHM# dimMdoneiko3, Mi€eJOMHa XBOpoOa, TUMOMa, JiM(OTrpaHyIbOMAaT03); €HTepomaTii 3
BTparolo Ouika (HeQpPOTHYMII CHUHAPOM), BXKUBAaHHSA HAPKOTUKIB, MPOTUCYJOMHHUX 1
OPOTUPEBMATUYHMX MpENapariB, ITIOKOKOPTUKOIIIB.

JudepeHuianpHy [1arHOCTUKY, B IMEpIly 4Yepry, HEoOXiAHO MpPOBECTH 3 HACTYINHUMU
dopmamu ITI1;

1. X-3uemuiena aramarJiodyainemis (X-AI'T, xBopo6a bpyrona) — KimacuyHUl TPHUKIIAI
ITI/] 3 nedexTOM MPOAYKLIi aHTUTILJ, IPH sIKOMY T-KJIITHHHA JJaHKA IMYHHOI CUCTEMH 3aJIMIIAEThCS
1HTaKTHOIO. BinMiHHOIO ocobnuBicTi0O X-3ueruieHol aramarioOynineMii (X-AIT) e 1i panHs
MaHidecTaris — micas 4-6 MicAIiB, KOJIM MaKCUMaJIbHO 3HIKYETHCS KOHIICHTpAIlisl MAaTePUHCHKUX
AQHTHUTLI, K1 MOTPANUIU B OPraHi3M JUTHHH yYepe3 IUIALIEHTY Yd 3 TpyJHUMHU MojokoM. KiiHiuH1
O3HaKM Ta NpPUYMHHI aHTureHu imeHtuuHi 31 3BIJl. Bakrtepiiini iH(ekuii ypaxaroTb OpraHu
muxannd, IIKT, mwkipy, cau3osi obononku. Tunosumu 30yanukamu npu X-AI'T e: Haemophilus
influenzae 1 Streptococcus pneumoniae. binbmiicTe BipyCHHX, TPUOKOBHX, MiKOOaKTepiHMX
iH(heKIi MeHII XapakTepHi B 3B’A3KYy 3 (YHKI[IOHyBaHHSAM T-KIITHHHOrO iMyHiTeTy. OnHaK,
MOXYTh PO3BUBATHCS TSXKKI €HTEpPOBIpYCHI MeHiHroeHnedaniti. Y mauientis 3 X-Al'T BiacyTHil
YH pI3KO 3HMKEHUH piBeHb BCIX I'STH KiaciB iMyHoruoOymiHiB (IgG, IgM, IgA, IgE, IgD), a npu
IMyHO(EHOTHITYBaHHI B-KJIITHHHOTO MapocTKa He BUSBISAIOTHCS IJIa3MaTHYHI KIiTHHU. HatomicTs,
y narmientiB 3 3BIJl cmocrepiraeThcsi 3HMKEHHSI ABOX a00 TpboxX KiaciB imyHornooOymiHiB (IgG,
IgM, IgA) Ta npucyTHi MmJIa3MaTHYHI KJIITUHU B CTEpHAIBHOMY MyHKTaTi. Yncno B-niMponutis npu
mux [IJI moxyre OyTM B Mexax HOpPM, TaK 1 3HI)KEHHMMH 4YHM HaBiTh BIACYTHIMH. Jlis
mudepenmianii 3BI/] #f xBopobu bpyTtona y xyonuiB 3 rinoramaryioOyininemiero ta aedinurom B-
KJIITUH HEOOX1JHO MPOBOJUTH T€HETHYHI JIOCHIHKEHHS 3 METOI BUSBIEHHS MyTalii OpyTOHOBOI
TUPO3UHKIHA3U — MapKepa X-34eIyIeH0] araMaryiooyinemii.

2. Cungpom I'yna (imyHogedinur 3 TumMomor0) — 1e pigkicaa ¢popma I1I/]. Ha Bigminy Big
3arajlbHOro BapiadeNbHOro IMyHOIE(IIUTY Ae0I0T LBOr0 CHHAPOMY OLTbII Mi3HIH — Ha 4-5
JNECATUIITTAX KUTTS, KIIHIYHA KapThHa cxoxa 3 mposisoM 3BIJ[. T'omoBHOIO BigMIHHICTIO
cugapomy ['yna € ¢opMyBaHHS TUMOMH, TPU TICTOJOTIYHOMY MOCIHIPKCHHI SKOI BHSBIISIFOTHCS
JTOOpOsIKICHI BapiaHTH. Y XBOPUX 3 CHHIPOMOM ['yma JiarHOCTYIOTHCS OMOPTYHICTHYHI 1H(DEKITIT:
IIUTOMETAIOBIPYCHUI KOJIT, IIKIPHO-CIIM30BUH KaHIWIO3, PETUHIT, Jiapes, sika XapakTepHa yis

1 1 1 @ 1 1 1
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50% XBOpHX; ayTOIMyHHI 3aXBOPIOBAHHS: MIacTeHisd, LYKpOBUH Jiaber, TpomOOLMTOIEHIs,
HEUTpPOTICHIs, ICTUHHA epUTpoIMTapHa arviasisa. [lpuunHamMm BKa3zaHUX 1HQEKIH CTalTh
repriecBipyc, Pneumocystis carinii. Ilpum  iMyHOIOTiYHOMY  JOCHIDKCHHI  BUSBISIOTH
rimoraMaryio0ynineMiro, BigcyTHiCTH B-mimgonuris, mopymenns croiBigaomennas CD4/CD8,
3HIKEHHS KUTbKOCTI T-mimMdonuTis.

3. TNimep IgM-cHHAPOM BiTHOCUTHCS O aHTUTUIO3AJICKHUX IMYyHOACHIUTIB. 3aXBOPIOBAHHS
SK TIPABUJIO AEOIOTYE B TUTSIUOMY 1 pAHHBOMY AMTSYOMY Billi — 10 3 pokiB. KiiniuyHa kapTuHa, Tak
sk 1 npu 3BI/], mpeacraBiena penuIuByrOUUMH 1HOEKIIIMH, B TIEPIIY YEpry, OPraHiB JUXaHHS 1
HITYHKOBO-KHUIIKOBOTO KaHATy, ayTOIMyHHUMH HOPYIIEHHSMH, OHKOJOTTYHUMH 3aXBOPIOBAaHHIMHU.
[TpuunHOIO peruauByrounx 1H(EKId opraHiB AUXaHHsA Haivacrtime ctae Pneumocystis carinii, a
HIKT —  xpunrocmopimii.  AyTOoiMyHHI  XBOpOOM  MpEICTAaBICHI  IeMOIMTOICHISIMH,
IJIOMEPYJIOHEPPUTOM, PEBMATOIIHUM apTpUTOM. [Ipy IMyHOJIOTIYHOMY JOCIIIKEHH] BUSBIIAIOTHCS
pi3Ke 3HMKEHHS B cupoBatii KpoBi piBHiB I1gG 1 IgA npu HopmansHOMY 200 BUCOKOMY BMicTi IgM;
KUTbKiCTh B-mim¢onuTiB y Mexax HopMu. [neHTH(IKOBaHO 5 pi3HUX T'€HETUYHHX AC(EKTiB, 110
NPU3BOJIATH 10 PO3BUTKY Tinep- IgM-cuaapomy. OcHoBHa qudepeHiiiiHa giarnoctuka rinep-1gM-
CHUHJIpOMY 1 paHHbOI0 no4yatky 3BIJ[ 31iiiCHIOETBCS 3@ 1OIIOMOI0I0 TEHETUYHOTO TUITYBaHHS.

4. Cunapom Haiimerena — BigHOCHTBCA A0 Tpynu komOiHoBanux [1IJ]. Kuminiuni mposBu
noniOHi 10 Takux sk npu 3BIJI i rimep-IgM-cunapomi: nepeBakaroTh iHGEKIINHHI 3aXBOPIOBAHHS
OpraHiB JTMXaHHS, BUCOKA YACTOTa 3J0SKICHUX HOBOYTBOpPEHb. OCHOBHOIO BiJIMIHHOIO O3HAKOIO
cugapomy Hailimerena € HasBHICTH y XBOpuX Mikponedanii 1 XapakTepHUX 3MiH 30BHIIIHOCTI
(«nrammHe» 00MHMYYs). Y XBOpHUX 3 cuHApOMOM Haiimerena 4acTo MiarHOCTYIOTHCS TeMO0IacTo3u
(roctpi neiiko3u, JniMpomu, niMdorpaHyaTpoMaTo3); XapakTepHi 3MIHM Ha UIKIpi (HEBYcCH,
reMaHTiOMH, B T.4. KaBEPHO3HI, TMOMIrMEHTOBaHI IUsIMHU). lpy mocnimkeHHI IMyHHOTO CTaTycy
BM3HAYAETHCS aOCONMIOTHA JIMQOIEHis; 3HMKEHHS KinbkocTi CD3*-mimdouutis; y yacTHHH
MAI€HTIB MiBUIIEHHS KUTbKOCTI HATypAJIbHUX KUIEPHHUX KIIITHH; 3HUKEHHS CHPOBATKOBOTO PiBHS
IgA Ta/abo IgG; nedimur ogHoro abo kinbkox cyoknaci IgG. Mapkepom cuninpomy Haiimerena e
«cnoB’siHCbKa» MyTailist reHa NBN.

5. CenexkruBHuii aepinut IgA — IIIJ[, mommpeHicths sikoro € gocuth 3HayHow — 1:500,
npuuomy B 80% ocib 1eil negext Mae acumnToMHui nepeOir. KiiHIuHI MposBH MpeicTaBlieH]
1H(pEeKUIHHUMH, ayTOIMyHHMMH Ta ajepriyHuMH 3axBoproBaHHsAMH. Ha Binminy Bin 3BIJ mpu
cesieKTUBHOMY AedinuTi IgA iH@ekIi opraHiB I1UXaHHsS MalOTh SIK PaBUIJIO HEBAXKUI 1epedir, He
CXWJIbHI 10 XpoHi3aulii Ta (OpMyBaHHS YCKJIaJHEHb. AYTOIMyHHI ¥ anepriddi 3aXBOPIOBaHHS
MalOTh aHAJOTIYHUK mepedir Sk 1 B 0ci0 3 HOpPMaJbHUM CcHUpPOBAaTKOBUM piBHeM IgA. Ilpu
IMYHOJIOTIYHOMY  JIOCHI/DKEHHI B  CHUPOBAaTIi KpPOBI BHABISETHCA 130JIbOBAHE 3HW)KEHHS
koHueHntpanii IgA < 0,05 r/n, a pieai IgG, IgM Ta iHII IMYHONOTiYHI MOKAa3HUKH 3HAXOAATHCS B
Mexax HOpMHU. OcoOIMBO CKIIaJHOIO BUSBISEThCS nudepenuiiina niarnoctuka 3BI[ ta nedinuty
nigkiaciB 1gG. Hlono kmiHIYHOI XapakTepucTuku Aediuuty migkiaaciB IgG, BoHa AeTanbHO HE
BUBYCHA, XOYa OUIBLIICTh JOCHTIJHUKIB TaKOXX BKa3ylOTh Ha AaCHUMIITOMHHUI mepedir Iboro
iMyHOZeiuTy. TakuM 4MHOM, HeMae HEOOX1HOCTI MPOBOAUTH AOCTIKEHHs migkiaciB 1gG Ha
nepuiomMy erami meauuHoi pomnomoru. Ciin BukimouaT iHmn ¢opmu I, 30kpema X-3uenneHuit
aimbonponipepaTUBHUN CUHAPOM, CHHIPOMU 3 HASBHUMHU KIIHIYHUMH MapKepaMu y BHUIJISAL
Mmikporedainii (curapom Hailimerena), arakcii Ta Tenmeanriektasii (cunapom Jlyi-bap),
TpoMmbonuToneHli Ta exk3emMu (cuHApoM BickoTta-Ommpuya) tomo. B manoMmy Bumagky BapTo
nam’sTaTH PO ICHYBaHHS <JIETKUX» (HOpM 3rajjaHuX IMYHHUX JAe(EeKTiB 3 MOKJIMBICTIO OUTBII
MI3HBOTO JEOI0TY, 110 MOXe MOoTpedyBaTh audepeHIiamii BUSABICHUX Y XBOPUX J1aOOpPaTOpPHUX
iMyHoOJIOT1YHMX 3MiH 3 3BI/I.

HeiiTponieHist yacto BUSBISETHCS HA TI1 TOCTPOT 1H(EKIIT Yy BUTIIAAI BTOPUHHOT HEUTpOMEHi 1
MOYKE TPOSIBJIATUCS y BUIJIA/I TapsSuKH i 6akTepiiHO1 1HEKIIT CIM30BUX 000JIOHOK, SICEH 1 LIKIPH.
Bakka HeTporeHisi BU3HaYaeThesl IpU aOCOIIOTHIN KiTbKOCTI HeHTpodiniB MeHmte 500 KIiTHH/MII
(0,5 x 10%1). 3uusKeHHs uncna HeHTPOLTiB MPU3BOAUT 10 MPUTHIUEHHS 3aNAIeHHs i MiJABUIIECHHS
CIIPUUHATIUBOCTI 0 OakTepiHUX 1 rpuOKoBUX 1H(]EKIiH. HelTporeHis 9acTo MposBISAETbHCS Y
BUTJISAL Tapsiuku i OakTepiiHOl 1HQEKI1 cIM30BUX 00OJOHOK, siceH 1 mKipu. Heltponenis, sk i
IHIII IUTOTEHIl, MOXKe OyTH Tepmor KiiHiuHOK o3Hakor 3BIJ[. Tomy xBopi 3 IuTONEHISIMHU
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noTpeOyloTh BU3HAYEHHS IMYHOIJIOOYIIHIB Ta MOKa3HUKIB JIM(OrpamMu Ui BUKIIOUEHHS OZHI€T 3
MOXJIUBHX iX npuuuH — [TI/].

6. Ayroimynnmii jgimdponpoaidpepatuBanii cunapom — IIIJI, a1 sKoro XapakTepHHA
nedext amonTto3y JiMmdoruTiB. KiiHiYHA KapTHHA 3aXBOPIOBAHHS XapaKTEPHU3YETHCS PO3BUTKOM
aimdonpomidepaTuBHOT0O # ayTOIMyHHOTO CHHAPOMIB. 3aXBOPIOBaHHS IOYMHAETHCA PaHO 13
30UTbIIEHHsT BCIX Tpym JiMdoBY3JiB, cele3iHKM 1 mediHku. Hamami B Oyab-skomy  Bimi
NPUEIHYIOTBCSA ayTOIMYHHI 3aXBOPIOBAHHS: T€MOLIUTOIIEH T, TIIOMepYIOHEPPUT, apTPUT, BACKYIIIT,
CHUCTEMHHIl YepBOHMI BOBYAK, ayTOIMyHHUI TI€NAaTHUT, 3allajibHl 3aXBOPIOBAHHS KUIIKiBHMKA. Ha
Bingminy Big 3BIJ] npu ayroimynHomy niMdonpoiiepaTHBHOMY CHHIPOMI DPiIKO BUHHKAIOThH
iHdexnii opraniB nuxanHs. [Ipu mociimkeHHl cTaHy IMyHHOI cHUCTeMH, Ha BiamiHy Big 3BIJ, y
OUTBIIOCTI XBOpUX 3 ayTOIMyHHUM JiMdonponiepaTuBHUM CHHAPOMOM Y CHpPOBATIl KpPOBI
BU3HAYAETHCS 30UIBIICHHS DPiBHIB IMYHOTJIOOYNIIHIB yCiX KJaciB, OJHAK 3apeecTpOBaHI BHUITAJIKH
Tpanchopmanii rinmepimyHornoOyniHemii B Timo- ¥ aramarioOyminemito. IIpu ayroiMmyHHOMY
nimbonponipepaTUBHOMY CHUHIPOMI BiJ3HAYA€ThCSA 301IbIICHHS KIIBKOCTI MOJBIMHO HETaTUBHUX
xiitua TCRo/B" CD4-CD8-, nigsuinenns pisus 1JI-10, IJ1-4 i IJI-5, 3Hmwkenns cunresy IOH-y ta
JI-12. OcHOBHUM MiATBEPIKEHHSIM HAsABHOCTI ayTOIMYHOro JiMQoIposihepaTUBHOIO CHHAPOMY
CIIy’KuTh BUsiBIIeHHS MyTaii B reHi TNFRSF6.

7. X-3uenyiennii JimdonpoaidpeparuBuuii cunapom (xpopoda JIynkana). B ocHOBI 115010
CHHIIPOMY, JIS)KUTh CIAIKOBHH 3a PEIECHBHUM THUIIOM IMYHOJCQIIHT, SIKUH TMPOSBISETHCT Y
BUIJIAJII 3HWXKEHHS IMyHHOI Bimmosiai Ha Emmreitn-bappa Bipyc (EBV). XLP 3yctpiuaerscs 3
gacrororo 1-3 Bumaaku Ha 1 000 000 >kxuBOHApPOKEHHUX XJIOMYHKiB. Jl0 MaHOrO Yacy OIMHMCaHO
omu3bko 400 BumankiB cunapomy [lynkana menmn, Hix y 100 cim’sx. Brnepmie gany marosnorito
ormucaB David T. Purtilo y 1969 poui B ciM’i, A€ XJIOMYMKH MOMHpaTU BiA iH(EKIIHHOTO
MOHOHYKIIe03y. OniHa 3 Ha3B XxBOpoOu (cuHapoM JlyHkaHa) OB’ sA3aHa 13 MPI3BUIIEM L€l CiM 1.

[Tpu XLP mopymyersest B3aemonist Mixk B-, T- Ta NK- xiitunamu, npuaomy 60% BHIaakis
3aXBOpIOBaHHS 00ymoBieH1 mytauisimu reny SH2DI1A, mo xonye SLAM-acomiiioBanuii nmpotein
(SAP). dedimur SAP npu3BoIuTh 10 MOPYIICHHS aKTUBAIIIT Ta 3HWKEHHS UTOTOKCHYHOCTI CD8+
ta NK-KIIITHH, 3MEHIIIEHHS] CUHTE3Y PEeryISTOPHUX LUTOKIHIB, B ToMy uncii i INF-y, B pesynbTarti
4yOro Mporpecye MoJiKJIoOHalbHA mpomideparis TpaHchopmoBanux EBV-pipycom B-kiiTuH, 1o
BBAXKA€THCS MPUUMHOIO OUTBIIOCTI PEeHOTUNIOBHX MposiBiB XLP.

[ammx 40% BiacotkiB Bumnankie XLP npumnagae Ha MyTarlii reny, mo koaye X-34erieHUH
inrioirop amomnrto3y (X-linked ingibitor-of-apoptosis XIAP a6o BIRC4). Jlauwuii 6ij0k Bimirpae
KIIFOYOBY pOJIb y IPUTHIYEHHI alloNTO3y KIITHH, KU 1HAYKYyeThCs a00 BipycHOIO iH(eK1iew, abo
rinepnpoaykiiiero kacnas (pepMeHTH, sKi BIANOBIIAIOTE 3a cMepTh KIITHHU). XIAP € HeoOXigHuM
JUIs BIOKMBaHHA 1/a00 mudepenitiroBanHs NK-KIITHH 1 BBaKA€ThCA MOTEHIIWHUM PETYJISTOPOM
aimdonuTapHoro romeocraszy in vivo. [edimur XIAP € mpuuuHoro po3Butky XLP II Tumy,
[IaTOTreHe3 KO0 Ha JaHWI Jac € Ha eTalrl JOCHIIIKEHHS.

Kniniuna kapruna XLP xapakTepu3yeTbCcsi BUpPaXEHUM IMOJIMOP(HI3MOM, MpOoTe HANOLIbII
4acTo 3yCTpIYaloThCs Taki (EHOMEHH, SK He3BUYalHO BaxKui, ,,paTanpHuil” mepeoir
1H(pEKIIHHOTO MOHOHYKJIC03Y, TU3raMarioOyiinemis, i/abo gimdonponidepaTuBHi 3aXBOPIOBAHHS.
Masnigectanis XLP Moxxe OyTy pi3HOIO HaBiTh Y HAIIEHTIB 3 OJHIET POJIUHHU.

«®PatanbHuil» iHQEKUIHHUN MOHOHYKJIE03 croctepiraerbes y 58% xBopux Ha XLP i1
00yMOBJIEHUH HAIMIPHOIO IMYHHOIO BIAMOBIAAI0 3 HEKOHTPOJIHOBAHOK TMpodidepariieto
MUTOTOKCHYHUX T-, B-kmiThH, MakpodariB. Y XBOpPOro po3BUBAaeTbcs JiM(ageHonaris,
renaTocTuieHoMeramisi, (QyJIbMIHAHTHUNA TEMAaTHT 3 PO3BUTKOM TIEYIHKOBOI HEIOCTATHOCTI, SIKa 1 €
HaOLIbII YacCTOI0 NPUYMHOI CMEpTI JaHoi Kareropii xBopux Ta ckinagae 90%. Ilpu
onuckaBuuHomy niepeOiry EBV-indekmii Takoxx omucani rinuOoKi MOPYHMIEHHS KPOBOTBOPEHHS,
MOHOHYKJICAPHUA MIOKapauT, IHTEPCTUIaNbHUI HeQpHUT. Y NAalli€HTIB, IO BWXWIH IiCIA
MEPEHECEHOTO MOHOHYKJIC03Y, PO3BUBAIOTHCS TaKl YCKIATHEHHS, K au3ramariooyminemis (31%),
nimpoma (30%), merm yacto — arutactudHa aneMis (3%), mimdoingauit rpanynomaros (1,5%) abo
HekpoTuszyrouuit Backyiit (1,5%).

XLP cnig 3anmigo3putd B ocobu 4010Biu0i cTaTi 3 daTanibHUM abo IyKe BaXKUM Tepedirom
EBV-innykoBanoro iH(pEKIIiTHOT0O MOHOHYKJICO3Y UM 1HIIOI BipycHOT iH(eKIii (Tput, aaeHOBIpYC),
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imyHoneginuToM (3HMWKeHHS T-, B- Ta NK-kiituH, rinoramariobyninemis), 1iMmpomoro (0co0ImMBo
B-KITHHHOIO HEXO/KKIHCHKOI), TeMmodaromutapauM JimMdorictioruro3om, ocobnuso 3 EBV-
acomiariero. J{s miaTBepHKEHHS TiarHO3y MPOBOAUTHCS reHeTnyHe nociimkenus (SH2D1A- i/a6o
XIAP-reniB) i/a6o BusHaueHHs ekcrpecii SAP-npoTeiny Ha T-kimiTuHaXx.

8. Xsopobda VYimia (iHTecTHHaJbHA  JlinoAucTpogisi, «cepeI3eMHOMOPCHKA
adgomiHanbHa JiM¢omay) — piIKICHE 3aXBOPIOBAHHS, 110 MPOSBILIETHCS MITPYIOUUM apTPUTOM 1
IPOTPECYIOUMM yPaKEHHSIM TOHKOi KHIIKM 3 HACTYHHHMH JOMIHYIOUMMH IpOsSBaMU: Jiape,
cTeaTropes — (OKUPHUH CTUIELb», Y BAaXXKHUX BHIIQJKaX CHUHAPOM IOPYLIEHOI'O BCMOKTYBAHHS.
[Touatox xBOpoOH, 3a3BH4Yaii, criocrepiraerbes y Bini 30-50 pokiB, MPUYOMY YOJOBIKH XBOPIIOTH
yacTime, HiK XKiHKH (9:1). Y cimu30Bil 000JI0HIN KUIIKIBHUKA, CHHOBIAIHLHOT TKAHWHHU, a TaKOX
NPAaKTUYHO B KOKHOMY OpTaHi MPH eIEKTPOHHOMY MIKPOCKOIIIYHOMY JOCIIIPKEHHI MOXHA BUSBUTH
CTEP)KHETOII0HI BKJIFOYEHHS MIKPOOPTaHi3MiB, SIKI 3HMKAIOTh ICIs JIKYBaHHS aHTHO10THKaMHU.
HaiiBaxIHBIIIOIO J1arHOCTHYHOIO O3HAKOI IIHOTO 3aXBOPIOBAHHS € HAsBHICTH OaraTosepHUX
MIHUCTUX KIITUH B CIW30BIA 00ONOHIN 1 JiM(AaTUYHUX BYy3JaX YpPa)KEHOro KHUIIKIBHUKA,
makpodaris, mo MictaTh LHKT-no3utuBHi (riikonpoTeinoBi) rpanynu (He3aBepiieHui (aronuTos
Oaxtepiii-6anun Yimna). OgHak, OTpUMaTH KYJIbTYpY MIKpOOpraHi3aMy B J1a0OpaTOpPHUX yMOBax
NOKH IO HE Baajocs. TakuM YMHOM, MPOBIJHI CHMOTOMH XBOpoOW Yimia HAcTyIHi: He3HadyHA
rapsidka, BTpaTa Macd TiUa, HE IIOB'S3aHa 3 Jiapee€ro, TIMepIIirMeHTallis IIKiPpHUX ITOKPOBIB,
aimdaneHonaTis, TIMOTOHIs, HEEPO3UBHUI AapTPUT, CAKPOUICIT, CXWIBHICTH 1O PO3BHTKY
MOJTICEPO3UTIB. Y KPOBI BHUSBIISIIOTBCS aHEMis 1 JICHKOIMTO3 3 HEUTpodinbo30M. XapaKTepHOIO
03HAKOI0 CHHOBIQJIBHOTO BHIIOTY BB)KAETHCS BUCOKHI BMICT B HhOMY MOHOHYKJICAPHUX KITITHH.

OrnucaHi iHII BapiaHTH XBOPOOM BaXKKHUX JIAHIIOTIB (LL-JIAHIIOTIB, JCIbTAa-JAHIIOTIB 1 A-
naniroriB). Ilepenbagaerbes, Mo B OCHOBI XBOPOOMW o-NMaHIIOTIB JiexkuTh 11/, mos's3anuii i3
IPUPOPKEHUM MOPYLIEHHAM CHHTE3y IMYHOIJIOOYiHIB. BHCIIOBIIIOETBCS TakoXX Trinore3a Mpo
MOYJIMBICTh BUHHKHEHHSI XBOPOOHM O-JIAHIIOTIB BHACTINOK TPUBANOI 1HBa3ii KHUIIKOBHMH
MIKpOOpraHi3MaMu, IO BHMKJIMKAIOTh MiABUIIEHY mponykuiro IgA. He moxna Bukmowyatu i
MOJKJIMBOCTI CIENU(IYHOTO BIPYCHOTO areHTy SIK €TIONOTIYHOro (akTopy. Y KOXKHOMY BHUMAJKY
3aXBOPIOBAHHS HEOOX1HO 0OOB'SI3KOBO NMPOBOAUTH T'ICTOJIOTIYHE JOCTIKEHHS CIIM30BOT 000JIOHKU
TOHKOI KHIIKHM, a TaKOX IMYHOJIOTIYHE JOCII/DKEHHS CHPOBATKH KpoBi. 3 iX JOMOMOTOIO
JiarHocTytoTh JiMdomy abo 1 miaATUm, XBOpOOY O-JAHIIOTIB, BHUKJIIOYAIOTh MEPBUHHUN
BapiabenbHUll iMyHO1e(DiMT, XBOopoOy VYiria i aiMdaHriekTasito.

[Ipu mnpoBeneHHi AWQEpeHIIHHOT TIarHOCTUKU HEOOXIAHO BHOKPEMHUTH MOKIUBUI
BTOPUHHMII/HA0YTHI iMyHOedinuT, 0COOJINMBO y AiTeH cTapiioro Biky Ta gopociaux. HeoOxigHo
3BEpHYTH yBary Ha: 1) Ha KUIBKICTh MPOTATOM POKY i1H(EKIIHHUX 3aXBOPIOBAHb OPIaHiB JUXaHHS
ta JIOP-opraniB (OTUT, CHHYCHUT,B T.4. aJlepriyHUIl PUHOCUHYCUT, IMHEBMOHIS TOIO); 2) BIUIUB
MIKIATUBUX  (DAKTOpIB JMOBKLWIA (YMOBH NPOXKMBAaHHS, HaBYaHHS, pOOOTH, TIOTIOHOMAIIHHA,
XapyyBaHHs TOI0); 3) npoBecTu JociimkenHs Ha BlJI-indexmiro.

Komenmap Poobouoi cpynu:

Hudghepenyiayis 3BI/] nposooumscs 32i0H0 3 Kpumepiamu 0iaeHOCMUKU Yb020 3aX60PHGAHHS
I nompebye GUKNIOUEHHS I[HWUX DOPM NEPEUHHUX | 6MOPUHHUX IMYyHOOediyumis, o
CYNPOBOOIAHCYIOMBCS 2IN02aAMA2N00YIIHEMIETO.

Axwo 6 nayicumig icnye nioospa na X-AI'T, neobxiOHo npogecmu MONEKYIAPHO-2eHEeMUUHI
00CNI0NHCEHHS 3 MEemOI0 BUABIEHHS AO0 BUKTIOYeHHs X-3ueniienoi acamaznooyiinemii, X-3uennieno2o
aimghonponighepamusnoco cunopomy (SY2DI1A/SAP, BIRC4/XIAP), X-3uennenoco cinep-lgM-
cunopomy (CD40LG), y 38 43Ky 3 mum, wo KIiHIYHI NposasU OaHUX 3aX60PIO6aHb NOOIOHI 00 MAKUX
npu ¢penomuni 3BIJ] (Bergbreiner J.M. ma in. (2007).

YV o0opocnux xeopux easicnuse sHauenwHs mae ougepenyiayis 3 nimponponigpepamusHumu
3AX80PIOBAHHAMU, THUUMU BMOPUHHUMU IMYHOOeiyumamu. YV kodcnomy eunaoky I11J] neobxiono
suxmouumu CHIJ], a maxoxc nposooumu ougepenyitinuii 0iacHo3 3 AiMEBOMOI MOHKOI KUUKU
ceped3eMHOMOPCLKO20 MUny abo 3 Xeopoboio 8AX*CKUX TAHYI02I6 (-1aHYI02I8), Y 368 A3K)Y 3 MUM, U0
npuU Hill MAKONC CNOCMEPIcArOMbC 3HUNCEHUN PIBEHb CUPOBAMKOBUX IMYHO2N00VIIHIE | 8ANCKUL
CUHOpom 2inepkamaboniunoi ekcyoamuenoi enmeponamii. OCHOBHUMU BIOMIHHUMU pUCAMU € OAHI
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2ICMON02IYH020 00CAIOJCeHHA bionmamy cIu3080i 00010HKU moukoi kuwxu. Ha eiominy 6io 3BI/]
npu imghomi i X0poobi 8aNHCKUX NAHYIO2IE KIIMUHHUU IHGIIbmMmpam npeocmasieHull 1iim@poyumamu
PI3HO20 cmyneHs 3pilocmi U nAAIMamMuyHuMu Kuimuxnamu. Inginempam nowupioemvcs Ha
m'sizosuti wap. Ilpu imyHOXiMivHOMY 00CTIONCEHHT CUpo8amKu Kpoei eusensioms oepexmui 1gA i o-
JIAHYI02U, WO BUSHAYAIOMBCA 3a OONOMO20H0 MOHOCNEYUDIUHUX AHMUCUPOBAOK 00 IgA.

Licmonociuna kapmuna cauz080i 000NOHKU MOHKO20 KuwKieHuxka xeopux Ha 3BIJ]
Xapaxkmepuszyemscsi GIOCYMHICMI0 a0 PI3KUM 3MEHUIeHHAM 68 CMPOMI KLIbKOCMI NIa3MAamuyHux
KATMUH 31 CKYNYeHHAMU JiM¢oyumie y euensoi ¢honikynie. Bucoma 6opcun cymmeeo He sHudiceHa. Y
bOacamvox Xxeopux eusgisiomv aamonii. Y pasi eusenenns ampoghii gopcun mosa iide npo
2inoeamaznobyninemiunuil cnpy-cunopom y noeonanui 3Bl i3 yeniaxiero.

7. JIKYBAHHSA 3BI/J1

META JIIKYBAHHS — 3HmKeHHS CMEPTHOCTI, IMTOKPAIIEHHS SIKOCT1 XKHUTTS (TpOQiTaKTHKa
penuauByOYMX 1H(EKIi Ta JTiKBiAalis MPOsBIB XPOHIYHMX 1HGEKIIH) 1 3MEHIIEHHS PHU3UKY
TSOKKUX YCKJIaJHeHb. UMM MeHIII piBHI iMyHOTJIOOYIiHIB, YMM OLIbII BUpaXkeH! (DYHKIIOHAIBHI Ta
KibKicHi 3MiHU T- 1 B-mimdonuTtapHoi 1aHKKM IMyHHOI CUCTEMH, TUM BHUIIUN pU3HK (HOPMYyBaHHS
TSOKKUX 1H(QEKIIHHIX 3aXBOPIOBaHb, ayTOIMYHHUX, T'PaHYJIEMaTO3HHUX, OHKOJIOTIYHHX XBOpPOO Ta
nepenyacHoi cMepti. BuacHa panus niarHoctuka 3BIJl, mpu3sHaueHHs 3aMiCHOI Ta CYNYTHBOI
Teparii, MOCTIHHUN MOHITOPUHT XBOPOTO JHKapsM{ KIIHIYHUMH IMYHOJIOTAaMH Ta JIKapsMu
BY3bKUX CIEIIaJbHOCTEH 3HAYHO 3MEHINYIOTh PHU3UK PO3BUTKY CYIYTHbOI MAaToONOrii Ta
MOKPAIYIOTh SKICTh )KUTTS XBopux Ha 3BI/I.

[linBuimieHHss piBHS 00I3HAHOCTI IIOAO TIEPBUHHUX Je(DIIMTIB AHTUTUIOYTBOPEHHS Y
MOETHAHHI 3 aJICKBAaTHOIO JIa0OpAaTOPHOIO JIIarHOCTUKOIO € OCHOBHOIO TEPEIyMOBOIO PAaHHBOT
JlarHOCTUKU 1€l marosorii. BuacHe nmpu3HaueHHs ajieKBaTHOI Tepamii J103BOJIsiE€ 30€perTu KUTTA
0araTbOM Mali€HTaM, OKPAIIUTH HOTO SAKICTb.

A) OcHoBHHMI MeToA: TIOCTiiHA  peryiaspHa 3aMicHa Tepamis IpernapaTtamu
BHYTPIIIHEOBEHHOTO iMyHOrI0OYniHy (BBIIY) mnoXHTTEBO mNpH BUpaKeHOMY iH(EKIIHHOMY
CUH/IPOMI B Malli€HTa 31 3HIKEHHAM piBHS 10G.

b) JdonarkoBuii mMeroa: miATpUMYylOuYa aHTHOAKTEpiiHAa Tepamis NMPU HASBHOCTI YacTUX
peLMIUBIB XPOHIYHUX BOTHUIL iHQEKIIT (CHHYCUT, OpOHXIT, OpOHXOEKTaTHYHa XBOpP00a)
He3aJIeKHO B1J] MPOBEICHHS 3aMICHOI Tepalii mpernaparaMy IMyHOTJIO0Y/IiHIB

B) JlikyBaHHs iHpeKLIiliHUX yCKJIAAHEHb IPOBOAUTHCS aHTUO10TUKAMH, TPOTUTPUOKOBUMHU
Ta MPOTHUBIPYCHUMHU IpenaparaMu 3TiTHO 3 BIATNOBIJHUMH IMPOTOKOJAMHU JIKyBaHHS (CHHYCHUTY,
ITHEBMOHii, MEHIHTITY TOINO) 3 YpaxyBaHHAM NPUYMHHUX 30yAHMKIB Ta iX YyTJIMBOCTI, 10
aHTUOAKTEpIMHUX IMpernapaTiB MNEpPEeBaAXHO Y MaKCUMalbHMX J03aX, TPUBAIICTb KYpCiB
aHTuOaKkTepianbHOl Tepamii y 2-3 pa3u INepeBHIIye TEpPMIH JIKyBaHHA IMYHOKOMIIETEHTHUX
naieHTiB. Ilpu po3BUTKY peuuauByrounx 1HGEKLIH CcXeMH JIIKyBaHHS TOCTpUX 1H(EeKIii
noTpeOyroTh Neperisay.

I') JlikyBaHHs1 cynmyTHbOI martoJorii (ayToOIMyHHUX Ta TIpaHyJIEMaTO3HUX 3aXBOPIOBAHb,
JNOOpPOSIKICHMX Ta 3J0SKICHUX HOBOYTBOPEHb Ta 1H.) 3TAHO 3 BIANOBIAHUMHU MPOTOKOJIAMH
JTIKyBaHHS.

) lenJieHHs 32 KaJeHIapeM, 32 BUKIIOUEHHSIM XUBUX BaKIMH, y Hali€HTiB 3 piBHeM [gG
Outbie 4 r/1. MoxHa IpOBOANUTH LIEIUIEHHS MPOTH TPHUILY, OJHAK KOPHUCTh B Takoi BaKLMHAII
JIOKJIQJIHO HE BUBYEHA.

Ocnoenuti mMemod: TIOCTIiHA TOXUTTEBA pErylisgpHa 3aMiCHA Tepamis BHYTPIIIHbOBEHHUM
imyHornoOyminom (BBII') y no3i cepenniii 400-600 mr/kr koxHi 3-4 TkHI (MiHIMaTbHA 1032 —
200 mr/xr, makcumaiibHa J103a 800 Mr/kr momicssaHo). [Tindip 103M 3MIHCHIOETHCS 1HAMBITYaIBHO
3aJISKHO BiJ BHUpaKEHOCTI iHGeKuiiiHoro cuHapomy. ONTUMaIbHUM BBAXKAETHCS JTOCSATHEHHS
nepearpancdysiiinoro piBHs cupoBatkoBoro IgG — 5 r/n (JlomaTok 1, 2).

KoHntponb piBHS iMYyHOTJIOOYINIHIB 3IMCHIOETHCS KOXXKHOTO MicCAL NPOTATOM MEpuux 6
MICAIIIB 3aMICHOI Teparii, Hafgam — KoKHi 3 Micsmi. 3a0ip KpoBi MPOBOAMTHCS Oe3MocepeaHbo
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nepen BBeaeHHsM BBII'. Koxni 3 wmicsii mpoBOAMTHCS KOHTPOJb 3arajlbHOTO aHali3y KpOBi
(BUsIBIIGHHS aHeMii Ta 1HIIMX 3MiH), KOHTPOJb piBHA mnediHKkoBuX moka3HukiB (AJIT, ACT,
OiipyOiH, cCe4OBUHA, KpEaTHHIH) — KOKHI 6 micsimiB. [ligBuIIeHHs piBHS MEYIHKOBUX (hEPMEHTIB
MOe OYTH CHUTHAJIOM IIIOJI0 HASBHOCTI ayTOIMyHHOTO a00 BipyCHOTO remaTUTy. Y TaKOMY BHIIAJIKY
HeoOXigHe oOcTekeHHs marienta Ha BipycHi rematutd B 1 C (IIJIP, 3a HasBHOCTI aHTHTLT —
CEPOJIOTIUHE JOCIIIKEHHS).

IHo6iuni edexTH BBEIeHHSI BHYTPIlIHLOBEHHUX IMYHOIJI00Y TiHiB

1. I'ocmpi nooiuni echexkmu:

- O3H00

- Kponus’siHka

- JIuxomanka

THpuuunu yux yckraoneHvb ma maxkmuka J1iKaps iMyHono2a:

- Bucoxka mBuakicts BBeneHHs BBII' (He0O0XiaHO: 3MEHIITMTH MBUAKICTD iX BBEJICHHS).

- HasBuicTh y TmamieHTa akTHBHOI cTamil iHQeKUidHOTO mporecy (HEOOXiIHO
BiaTepMinyBaTH BBeAeHHs BBII™ Ha kinbka qHIB).

- HasBHicTh y namienta antu-IgA abo HasgBHICTH B iIMyHOTTI00Y/niHOBOMY MpOAyKTi IgA B
KUIBKOCTI, SIKY XBOpHUH HE MEPEHOCUTHh (HEOOXiIHO 3aCTOCOBYBAaTH IMYHOTJIOOYTiHU 3 HU3BKUM
BMicTOM IgA)

2. Ilo6iuni echexmu, aki peeccmpyromuscsa Hedyacmo:

- AcenTUYHHI MEHIHTIT

- Bipycni renarutu B, C1 G

- HeiiTponenis, iHIIi TATONEHIT

- IIpionosa indekuis y Burasai ryouactoi enuedanii

[ToGiuHi peakuii, SK MpaBUIO, HE3HAUHI, 3yCTPIYAIOTbCA PIAKO; A IX MONEpeKEeHHs
3a3BUYail MpU3HAUYAIOTh IMapaleTaMmosl Ta aHTUTICTaMIiHHI MpemapaTH. SIKIo K, He3BaKalouu Ha
a/IeKBaTHY Teparnito, MOoOIYHUN e(eKT 3’SIBUBCS, PEKOMEHIYEThCS BBEJIEHHS IIFOKOKOPTHUKOIIB.
IOl pO3BUBAIOTHCS TSKKI alepriuHi peaxiuli, HaBiTh aHadinakcis. ToMy xBopuil mijg yac iHQY31T
MOBHMHEH Nepe0yBaTH IiJ1 HArJIsIOM MEANYHOT'O MpalliBHUKA.

HesBakatoun Ha Te, 110 MPOTITOM OCTAaHHIX POKIB 3HAYHO MOKPALIMINCA 3aX01u Oe3nexu
mono iHpikyBaHHs Bipycamu renatuTiB B, C 1 G 4epe3 BBenenHs BBII', HeoOXiiHMIT MOHITOPUHT
KpOBI NAI[IEHTIB HA HAsBHICTh ClieNU(IYHUX aHTUTLI 10 BipyciB, HBs-antureny, I1JIP-niarnoctuka
BKa3aHUX 30y/IHUKIB Ta aHaJi3 MEYIHKOBUX MPOO.

Bunankis nepenaui BIJI uepe3 BBII' He 3apeectpoBano. Bimomo, mo mnpioHOBI 1H(EKIii
MOXYTh TIepellaBaTHCs dYepe3 MpernapaTd KpoBi, Xoda pU3HMK 1H(QIKYBaHHS MAIl€HTIB, sKi
orpumyoth BBII', Hag3BuuaiitHO HU3BKUN. Y IIbOMY KE€pPYHKY HEOOXIAHHMM KOHTPOJb KIIHIYHHUX
CHUMIITOMIB I'y0uacToi eHuedanii — MmocTyrmoBoro mporpecyrouoro pyiHyBaHHS TOJIOBHOTO MO3KY
yepe3 3aruOenb HEpBOBUX KINTHH. JIiKyrodi Jikapi MOBHHHI TakoX OYTH YBaXHHUMH MO0
iH(}IKyBaHHS XBOpPHUX IHIIMMH BiJIOMUMH Ta HEBIJOMUMHU MikpoopraHizmamu. J[ns imeHtudikarmii
30ynHUKa B 00OB’SA3KOBOMY TOPSAAKY HEeoOXimHO (ikcyBatu Homep mapTii BBIIT ta 36epiratu B
3aMOPOKEHOMY CTaHl CHPOBATKU XBOPHX 3 METOI0 MallOYTHHOTO PO3CIIIIyBaHHS MPHYMH CrajlaXiB
1H(pEeKIIHHIX 3aXBOPIOBaHb

Mo3u ma wnsaxu eeedenns iMyHozno0yninie

3a3Buuaii pekomeHgoBaHa jgo3a BBIIT cranoBute 400 mr/kr/micsais. BBIIT BBoasaThCS HE
yactime | pa3 Ha 3 TWXKHI, a NOAWKIPHI IMyHOMIOOymiHM — wmoTwxkHA. OpHak, A03a
IMYHOTJIOOYITIHIB Ta 1HTEpBAI MiX iX BBEJICHHSMHU TMOBHHEH OYyTH 1HIAMBIAYATbHHUM IJI KOXKHOTO
XBOPOTO 3 BpaxyBaHHSM KOHIIEHTpAIil iIMyHOrJ100YJiHIB y KPOBi, YaCTOTH, aKTMBHOCTI Ta CTajii
iH(dekmiitHOrO Tporecy (TMoYaToK, po3Mall YW PEKOHBAIECIHEHINs). Y JOpPOCIHUX MAaIli€HTIB
aJICKBaTHUM BBa)Xa€TbCsl KoHIEHTpallis IgG B kpoBi 6 T/i1, OgHAK BHINA KOHIIEHTPAIS MOXKE
3a0€3MeUnTH T0JaTKOBY IepeBary B ACIKHX Malli€HTIB.


http://uk.wikipedia.org/wiki/%D0%93%D0%BE%D0%BB%D0%BE%D0%B2%D0%BD%D0%B8%D0%B9_%D0%BC%D0%BE%D0%B7%D0%BE%D0%BA
http://uk.wikipedia.org/wiki/%D0%9D%D0%B5%D0%B9%D1%80%D0%BE%D0%BD
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HInaxu 6eedenna: BHYTPIIIHBOBEHHO a00 MIAMIKIPHO (BHYTPIIIHBOM SI30B€ BBEICHHS HE
PEKOMEHIOBAHO JIJIsI 3aMICHOT Tepallii IMyHOT0JI00yIiHAMH ).

Ininiauis 3amicHoi Tepamnii imyHorJ100yJinaMu

[lepen mouaTkoMm 3amicHOi Teparii IMyHOTJIOOYJiHAMH 3 TALi€EHTOM YH HOTO pOAWYAMHU
MOBHHHI OyTH 0OrOBOPEH1 HACTYITHI TUTAHHS:

- TIOKa3W IS 3aMiCHOI Teparii iMyHOTJI00yIiHAMU;

- IIepeBarw 3aMiCHOI Tepallii IMyHOIJIOOyJIIHAMH. XBOPOMY HEOOXITHO ITOSICHHTH, IO B
HBOT'O HasBHI Taki CUMIITOMH Ta YCKJIAIHEHHS XBOpPOOW, SKI HAa TNl TPAJAMIIIHOTO JIIKYBaHHS HE
3HUKHYTbH 1 MOXKYTb TIOCHIIFOBATHUCS;

- PU3HKH PO3BUTKY MOOIYHMX e(deKTiB 3aMicHOI Tepamii iMyHOTIoOylIiHaMu (HAmpUKIIA,
yHukatu BBegeHHs BBII™ mig yac roctpux mposBiB iH(dEKIii, KOHTPOIIOBATH IMBHUJIKICTh BBEICHHS
npernapary, MpoBEACHHS MPOLEAYP MOHITOPUHTY HicaaTpaHcy3iiHuX iHGEeKiH, QyHKIIT nedinKku
TOIIIO);

- IUTAHOBA YM MOKUTTEBA 3aMiCHA Teparis iIMyHOTJIO0y IiHaAMU;

- JIO3W Ta CIoci0 BBEICHHS MpemnapariB iMyHOTTIO0YJTiHIB;

- JI0 TIOYaTKy 3aMiCHOI Teparii OTpUMaHHs MMChMOBOT 3TOM BiJl XBOPOTO UM HOTO POAUYIB
Ha 301y JIKyBaHHS iIMyHOTJIO0YIIiHaMU;

- BCIM MallieHTaM TOBWHHA OyTH Ha/JaHa MUChMOBA iH(GOpPMAIlS PO MOXKIUBY 3aMiHy
IMYHOTJIOOYITIHIB Ta KOHTaKTHI Telle(hOHH JIKYIOUHX JIIKAPIB, 10 SKUX BOHU MOXYTh 3BEPHYTHCS
pU HEOOX1THOCTI.

XBopuM, SKi OTpUMYIOTh iH(QY3iliHY Teparmito, HEOOXiTHO pEryIsipHO MPOBOIUTH
JOCTiIKeHH: 0a30Bi, pyTHHHI, 10aTKOBI, 32 MOKa3aMHu.

ba3zoei docnioscenna exnrouaoms:

1) Bu3HaueHHs Bipycy renaruty B 1 C meronom I1JIP;
2) nocaiKeHHsl IOBEPXHEBOIO aHTUTEHY Bipycy renatuty B merogom [DA.

Pymunni monimopunzosi oocmexncenns (1 paz Ha 3 wMicaui 1 mepen iH]y3iero
IMyHOTJIOOYITIHIB):

1) neuinkoBi npoow;
2) piens IgG;
3) C-peakTuBHMI IPOTETH
Jlooamkoei oo6cmexncenna (1 pa3 B 12 micsiiB):
1) 3aranpHuii aHAII3 KPOBI;
2) TIOBEpXHEBHil aHTUTEH Bipycy renaruty B merogom [DA;
3) Bu3HauenHs Bipycy remaruty C merogom I1JIP;
4) antu-lgA-anTUTIIA (TIEPEBIPUTH TEPE]] MOYATKOM 3aMiCHOI Teparmil iMyHOTJIO0yIiHAMHU Ta TIPH
BUHUKHCHHI HE3aJI0BLIbHOT IEPEHOCUMOCTI — aHadinakcit)
5) ¢yHKIiOHATBHI aHTHTLIA (32 TIOKA3aMH B OKPEMUX TAIli€HTIB)
6) 00O0B’sI3KOBE 3aMOPOKEHHS 3pa3Ka CHPOBATKH IMAIli€HTA
Oocmeircenns 3a nokazamu:
1) MikpoOi0JIOTIUHI JOCIIPKEHHS
2) PEHTTCHOJIOTIUHI TOCIIHKEHHS TPYAHOT KIIITKH
3) mociimkeHHs QYHKIIIOHAIBHOT 3IATHOCTI JIETE€Hb (CIIpOMETpis)
4) KT
5) MPT

Kniniunuit monimopune (S5IKx MiHIMyM KOXH1 6 MICSALIIB)

- Bara, pict

- YacTora 1 Xapakrep nepeOiry iHQeKIIITHIX 3aXBOPIOBaHb

- Ckapru, OIliHKa KJIIHIYHOTO CTaHy Pi3HUX OPraHiB i CUCTEM

- KoHTpoJIb 3amoOBHEHHS KypHAJiB, B SKUX BKAa3YEThCS Jara, TPUBAIICTh, 00’€M, MOOIUHI
edeKTH 3aMicHOI Teparlii iIMyHOTrI00yJIiHaMH, HOMEp MapTii IMyHOTI00YITiHIB

- JlocnimkeHHs pyHKIIT IereHs (CripoMeTpis sk MiHIMYM 2 pa3u Ha pik).
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Jlo3a iMyHOT100Y/MiHY MiIOMPAEThCS 1HAUBITYaIbHO AJIS TOCATHEHHS NepeATpancdy3iitHoro
piBHS HEe MeHIIe 4 /7, onTUMaibHO — 5 T1/1. Jlo3a Moxke Oyt 301IbIICHA, SIKIO Yy MAaIli€HTa
YTPUMYIOTHCSl pEIMIUBYIOUl 1H(EKIil, XpoHiuHAa OpOHXOJIEreHeBa IMATOJIOTis, XPOHIYHA iapes,
3aTpuMKa (I3UIHOTO PO3BHUTKY.

[lpenapat  BHYTpilIHBOBEHHOTO  iMyHOrnoOymiHy: "CanpmornoOymin"  BHpPOOHMIITBA
"Hosapric", "IMyHOTTI00y)IiH HOPMAJIBHUI JTIOJUHU Il BHYTPIIIHHOBEHHOTO BBEACHHS, ''bBlOBEH-
MoHo 10%" BupobununTBa "biopapma" ta inmi (JoxaTok 1).

[Topsim 3 BBII' po3poGneni mnpenapatv IMyHOTJIOOYIIHIB IS MIiAMIKIPHOTO BBEICHHS
(«bioram» 16%, BupoOHuuTBa «biodapmar), ski H0Ope mepeHoCAThCS Ta BBOIAATHCS | pa3 Ha
THKJICHB 32 JIOTIOMOTOIO CIIEIIaJIbHOTO arapary JUIsl IMiIIIKIPHOTO BBEICHHS B JUISHKY )KUBOTa 200
crerHa. Lli iMmyHOr700YyNiHM OCOOJIMBO TOKa3aHI MAIiEHTaM 3 TSHKKAMHU PEaKIlisIMH Ha BBEICHHS
BBII' B anamnesi. 3a eQeKTHBHICTIO IMYHOTJIOOYJIIHM JUIA TiAIMIKIDHOTO BBEACHHS HE
MOCTYNArOThCs 3a cBoer edekruBHIcTI0O BBII, a migmkipHuii MeToa BBEICHHS A€ MOXKIHUBICTH
MPOBEJICHHS 3aMICHOI Teparii B IOMAIlIHIX YMOBaX.

3amicHa Teparmiss BBII' Takox edexTuBHa y BUIAAKaX ayTOiIMyHHUX nopymieHs npu 3BIJI. 3
METOK 3MEHIIEHHS TMepediry 1 4YacToTH 3aroCTpeHHs ayTOiMyHHUX yckiaaHeHb BBIT
3aCTOCOBYIOTh y BHCOKHX no03ax |-2r/kr Ha 1-2 kypcu. [lpm nemocratHbomy edexrti BBIT
NPU3HAYAIOTh IMyHOCYIIPECUBHI mpenapatu (TIFOKOKOPTHKOIIH, TUKIOCTIOPHH, a3aTioNpUH).

[Tepen moyaTkoM 3aMiCHOI Teparii iMyHOTJIO0Yy TiHAaMU HEOOXi1JHO OOTOBOPUTH 3 IMAIliEHTAMHU
PU3UKH, MOB’SI3aHI 3 UM JIIKYBaHHSM, a TaKOX MiANMUCATH iHPOPMOBaHY 3rojJly Ha MPOBEIACHHS
TaKoi Teparii y XBOpOro.

Komenmap poéouoi zpynu:
«Canooenobdyniny, «biogen-wono 10%y, «biocam» € mopeosumu Hazeamu. B Ykpaini 3apeecmposana
MHH Imynoenobynin HopmanbHUll 1H0OUHU.

AJIbTEepHATHBHI MeTOIU

e BBesieHHs1 IMYHOTIJIOO0YIIIHY HOPMAJIBHOTO JIFOJMHY JUIsl BHYTPIIIHBOM'SI30BOTO BBEJICHHS
y no3i 100 mr/kr mowmicstyro (1 mu/kr 10% posumny) abo 50 mr/kr 1 pa3 y 2 TwxHI.
OIHOMOMEHTHO MOXXKHA BBOJHMTH He Oinbmie 20 Mj, B OJHE MiCIle BBEACHHSA HE OLIbIIE 5 M
(BepXHBO-30BHIIIHINA KBaJPaHT CIHMII, IEpeIHbO-TaTepaIbHa OBEPXHS CTETHA).

¢ BBeieHHST HATUBHOI IJ1a3MH BiJ OJIM3BKUX POJIMYIB UM CBIXKO3aMOPOXKEHOI IJIa3MU y /1031
10-20 ma/kr 3a mokazaMu (IpH HEMOKIMBOCTI 3a0e3nedyeHHs npenapatamu BBII™ Ta BincyTHOCTI
edekTy Ipu 3aMmicHI Tepamii npenaparaMud IMYHOIJIOOYJiHY Ui BHYTPILIIHHOM'S30BOTO
BBezieHHs). [Ipu BincyrHocti BBII' no6puit edekr orpumyrors Bin BBeAeHHsa no 10-20 mi/kr
HATHBHOI IJIa3MH, XOYa Ha CHOTOMHINIHIA JI€Hb HAaTHBHY YM CBIXKO3aMOPOXEHY IIIa3My
BUKOPUCTOBYIOTh y KpalHIX BUIAJKaxX Yepe3 BUCOKUH pU3MK iH(IKYBaHHS BipycaMH renaTuTiB,
BUI Ta inmmmu Tpancy3itHUMHU 1HQEKIIIMH.

e YV BUIAJKy PO3BUTKY TSDKKUX 1HBAa3MBHHMX OakTepiiiHMX 1HQEKIil (cencuc, MHEeBMOHI,
OCTEOMIENIT, CENTHYHUI apTpPUT) MOKA3aHO BBEAEHHS TOJATKOBOI JI03M BHYTPIIIHBOBEHHOTO
imyHoOT100YMiHY (200-400 MI/kT) 2060 HaTHBHOI TIa3Mu (20 MIT/KT).

JlopaTkoBuid MeTO

JlikyBaHHSI TOCTpHX IH(QEKIill y aiTel 3 NepBUHHUMH Je(ilUTaMU aHTUTUIOYTBOPEHHS
MOBUHHO 1HTEHCHUBHO MPOBOAMTUCA AHTHUOIOTMKAMU HIMPOKOTO CIHEKTpa il 3 ypaxyBaHHSIM
HaOLIbIl aKTyalbHUX 30yAHMKIB Ta iX uymmBocTi. HeoOXigHO mnam’sTatv, IO MpHU
PEIUIMBYIOUMX 1 3aTSDKHMX 1HQEKIiAX OpOHXOJEreHeBOi CHCTEMH MOXJIMBHI PO3BUTOK
OpoHxoekTaTHuHOi XBOopoou. [IpoBoaNTECS MiATpUMYyIOYa aHTHOAKTepiifHa Teparis MpH HasiBHOCTI
YacTUX PEUUIUBIB XPOHIUHUX BOTHMIN iH(eKIi (CHHYCUT, OpOHXIT, OpOHXOEKTaTH4YHa XBOpPOOa)
HE3aJICXKHO BiJl MPOBEACHHS 3aMiCHOI Teparii npenapaTaMu iMyHOTJIO0y IiHIB — Oe3mepepBHi Kypcu
aHTUOIOTHKIB MIUPOKOTO crekTpy Aii. Ilpemaparom BuOOpY € cylbdamMeToKca3ol/TPUMETONPUM
(«bicenTony) 2-5 MI/KT 3a TPUMETONPUMOM Ha 100y Ha 2 MPUHOMH LIOAEHHO mocTiitHo. Kopekiis
JIO31 TIPOBOJIUTHCS 1HAUBIAYaTbHO 3aJI€KHO Bl MPOSBIB 1H(EKIIIHHOTO CHHIPOMY.



40

Anvmepnamueni npenapamu: TpU HETEPEHOCUMOCTI OiCENTONy, BIICYTHOCTI e(heKTy
PEKOMEH/IOBAHO:  HAIMIBCUHTETUYHI  TMEHINWIIHM,  MNEHIIMWIIHK  OpOJIOHrOBaHOI  ii,
nedanocnopunu I ado Il mokomiHHS, MAaKPOIiIH.

Tepania ingexuiiinux ycknaoneHb TPOBOIUTHCS 3T1IHO 3 BIAMOBITHUMH IMPOTOKOJIAMHU
JiKyBaHHS (CHHYCHUTY, THEBMOHIi, MEHIHTITY TOIIO) 3 ypaxXyBaHHAM OCOOJMBOCTEW JIIKyBaHHS
Malie€HTiB 3 IMyHOAe(IIMTOM: aHTHOAKTEpiiiHa Tepamis TNEPEeBAXHO Yy MaKCUMAJIbHO
PEKOMEHIOBAaHUX J103aX, TPUBAIICTh KypciB aHTHOaKTepiiiHOI Tepamii y 2-3 pa3u IepeBHIIy€E
TEePMIiH JIIKYBaHHs IMyHOKOMIIETCHTHHUX MMaIli€eHTiB. 3amicHa Teparis BBII' y Oinbiiocti BUnaakin
HEIOCTaTHS ISl KOHTPOJIIO BOTHUIN XpoHiyHOi iH(ekmil npu 3BIJl. Tomy, 3a pekomeHnarissmu
ESID (€Bpomneiicbkoro ToBapucTBa iMyHo1e(iIIMTIB) HEOOXITHO MOCTIMHO 3aCTOCOBYBATH JIBa
OPOTUMIKpPOOHUX TpernapaTtd IMIHUPOKOro CHEKTpy Aii (CyiabhamMeToKca3oyl/TPUMETONPHM B
KoMOiHaIii 3 ¢TopxiHOIOHAMH a00 KiIapuUTpoMinmuHOM). [Ipu mpuitomi aHTHOIOTHKIB MOKHA
poOutu mepepBy Ha 2 TwkHI abo 1 wmicsip, 0a3yrounch Ha KIIHIYHUX MposiBaXx iH(MEKIil B
KOKHOT'O XBOPOTO.

Y BHITaJKy MiarHOCTUKH TpaHyJIeMaTo3HOI XxBopoOu B mamieHTiB Ha 3BIJ] pexomenmoBaHi
rimokokoptukoigu (0,5-1 Mr/kr/no6a) 3aiexHo Bif THKKOCTI mepebiry OCHOBHOI XBOpoOu Ta ii
YCKJIQJIHEHb.

[Tamientam, xBopum Ha 3BIJl 3 cuHApOMOM mOpYIIEHOTO BCMOKTYBaHHS 0e3 aTtpodii
CJIN30BO1 OOOJIOHKM TOHKOI KHUIIKH, TPU3HAYAIOTH JHi€Ty Ne 4-4B 1 IpOBOJSATH JTIKyBaHHS XPOHIYHOI
niapei 3 Kopekuiero MeTadomiyHux nopymeHs (quB. [Ipotokon «XpoHiunuii enreput»). Kpim Toro,
NPU3HAYAIOTh TIOBTOPHI KypCH aHTHOAKTepiiHO1 Teparii, JiKyBaHHS CYHYTHIX 3amalbHUX
3aXBOPIOBaHb IHIIMX OpraHiB. 3a MOKa3aMH MPU3HAYAIOTh MOBTOPHI KypCH JIKYBaHHS JISIMOMI03Y
(metponinazon B 1031 10-15 mr/kr/mody 3 pasu Ha neHb, He Outbmie 4 /100y, Kypc JikyBaHHs 10
IHIB; TPHU BIJCYTHOCTI €(eKTy peKOMEHIyeTbcsl THHIma301 y pa3oBiid 7031 2T OAHOPA30BO,
MOBTOPHI KypCH Teparii METPOHIAa30I0M).

Sxmo y mnamiedta, xBoporo Ha 3BIJ], BusBnena arpodis ciau3oBoi O0OOJOHKH, TOOTO
BCTaHOBIJIIOETHCA TIMOramMario0yIlHEMIYHUNA CHpPY, TO JIIKYBaHHS IPOBOJASTH Ha TJI arjtOTEHOBOI
mietn. [lpum TsDKKif miapei, sika HE MIAJAETHCS JIIKYBAaHHIO JIE€TOI 1 aHTHOAKTepIHHUMHU
npernapaTaMi XBOpPOMY IPH3HAYal0Th TIIFOKOKOPTUKOINHI mpemaparu. Hanpukian, npeaHi3oioH B
71031 40 MT 3 TOCTYNOBOIO BIAMIHOO Horo npoTsroM 10 mic.

Komenmap pobouoi zpynu:

Ocnosy nikysanns xeopux na 3BIJ] cknadae Axicna 3amicna mepanisi 6HYMPIUHbOBEHHUMU
abo niOWKIpHuMU IMyHO2N00YNIHAMU. Benuyesne 3HayeHHs 6 Hawlill KpaiHi mae Qinancosull
acnekm, aoxce 6apmicmv Npenapamié UCOKA, a O0epiicasHe QIHAHCYBAHHI NPOSPAM 3AMICHOL
mepanii Ha menepiwHil yac 3abe3neyye auwie OIS nayienmis oumsayozo 6ixy. Heobxiono
8PAX0BYBAMU, W0, HE368ANCAIOYU HA HUNCUY 6APMICMb ATbMEPHAMUBHUX Memooi8 NiK)8aHHs
(HamusHa naaA3Ma, 6HYMPIWHLOM S3€8i IMYHO2I00VNIHY), IX 3ACMOCYBAHHS MOJNCIUGE MITbKU
MUMYACOB0, Y BUNAOKY HEMOJNCIUBOCMI 3abe3neyumu Xeopo2o CYYACHUMU edheKmueHUMU
BHYMPIWHbOBEHHUMU NPEnapamamu i He NOBUHHO GUKOPUCMOBYBAMUCL Ol MPUBALOi 3aMiCHOL
mepanii 6 cuny ix 008edeHoi O0ocumv HU3LKOI egexmuenocmi ma Habazamo OLILUWUX PUSUKIE
NOOIYHUX ehexmis iKY 8aAHHS.

Clinical Update in Immunoglobulin Therapy for Primary Immunodeficiency Diseases.
Immune Deficiency Foundation, 2011
3a nanumu @onay imyHonedinurtis CIIIA npu BBeneHHi npenapatiB iMmyHoOrs1o0yniHiB 34%
noOIYHUX peakiliii BUHUKAIOTh MpHU 3MiHI Mpenapary. Yci IMpenapaTd IMYHOTJIOOYyJiHIB — L€
HOJIKJIOHAJIBHI IMYHOTTIOOYJIiHH, SIKI OTPUMYIOTh 3 IYIY JIIOACHKOI mi1a3Mu 15-60 Tucsd J0HOPIB 1
MICTSITh PI3HOMaHITHI crielM(iuHi aHTUTLIA, sIKI HEOOX1IHI AJI 3aXHUCTY BiJ LIMPOKOTO CIEKTPY
1H(pEKIIHHNX 3aXBOPIOBaHb. YCI JIOHOPU PETEIbHO MEPEBIPSIOTHCS, a IX KPOB TECTYeThCA Ha
iHpekmii, B meprry yepry, reMmorpaHcdys3iiHi. 3ajJexHO BiJ crmocoOy BBEACHHS IpemnapaTu
IMYHOTJIOOYIIHIB MOAUISIOThC HA: 1) iMyHOTrJIOOYNmiHM JUIsi BHYTPIIIHBOBEHHOTO BBEICHHS; 2)
MIIIIKIPHOTO BBEICHHS; 3) BHYTPIIIHHOM SI30BOTO BBEJICHHSI.
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Hoctynaumu € IMyHOTnoOysiHM A7 BHYTpIIIHbOBeHHOTO BBeZeHHA 5% 1 10%. Y 5%
po3unHi Ha | TpaM IMYHOIJIOOYyJiHY TMpumagae OidbIle BUIBHOI BOIW, IO MOXE OyTH
HEJIOMYCTUMHUM TIPU MOTO BBEJCHHI MAIliEHTY, SIKUH MOTpedye 0OMEXEHHS MOCTYIUICHHS PiAMHU B
opranizm. Y JeSKuX BHUIAJKaxX Il IpenapaTd MOXYTh MICTUTH OUIBIITY KOHIICHTPAIII0 HATPIO 1
MaTH BHCOKY OCMOJISIPHICTh, 1[0 MOKE CTaTH PU3UKOM TIPU iX BBEIECHHI HEMOBISITAM Ta XBOPUM 3
CEPIIEBO-CYJMHHOIO MaTtoJjorieto. Jleski 3 mpenapariB iMyHOTJIO0YIIIHIB MOXYTh MICTUTH B SIKOCTI
CTabuUTI3aTOPIB TIIIOKO3Y, M0 MOXKE OyTH PU3MKOM IS XBOPUX HA I[yKPOBUH Iia0er; caxaposzy —
PH3UK ISl XBOPHX 3 HUPKOBOIO HEJOCTATHICTIO; aMiHOKUCIIOTH — PH3UK PO3BUTKY METa0OIIYHOTO
CUHApPOMY (HAMpHKIad, 3aCTOCYBaHHsS MPOJiHY SK cTabimizaropa 3a00POHEHO y XBOpUX Ha
npoJiinemiro). Hapemri, mpernapatu iMmyHOTJI00Y/1iHIB MOXKYTh MICTUTH BUCOKY KOHIICHTpaIliio IgA,
10 HeJAOMyCcTUMO IS [gA-neiUTHUX MAIi€HTIB 3 HASBHUMHU aHTH- |QA-aHTUTIIaMH.

OpuriHaiabHUM IMyHOTTIOOYIIH AJI MiAIIKIpHOTO BBEAEHHS 16% aKTHUBHO BUKOPUCTOBYETHCS
Juis JTikyBaHHS manieHTiB Ha 3BI/l. ImyHOrnoOyminu A BHYTPIIIHHOM SI30BOTO 3aCTOCYBaHHS Ha
TEeTepilTHii yac HaMeHIT ePeKTHUBHI.

VY 3B’53Ky 3 HEOOXIOHICTIO PEryJIsIpHOTO BBEICHHS MpPENapaTiB 4epe3 BEHO3HWH JOCTYII,
rOCTPO CTOITh MUTAHHS MPO HEOOXITHICTH KaTeTepu3alii BeHu. [Ipu npoMy HE0OX1IHO BpaxoByBaTu
BCI MOXIIMBI TMOKa3W Ta TPOTHIIOKA3W, MOMJIMBOCTI TAI[I€EHTa, YMOBH JOTJISAY 32 HHM TOIIO.
binpiricte dikapiB BiAJAIOTh MepeBary IMIUIAHTOBAaHMM KaTeTepaM, II0 Ja€ MOKJIHMBICTh
€KOHOMHTH Yac, YHUKHYTH CTpPECy i TpaBMHU 31 CTOpOHHW maifieHTa Tomo. OmHak, neski KepiBHi
JOKYMEHTH HE PEKOMEH/YIOTh BUKOPHUCTOBYBATH IMILJIAHTOBaHI Katetepu s BBeneHHs BBIL,
BKa3ylO4X HA OCHOBHI TPY NIPUYUHHU:

1) Bucokuit pu3uK iHGIKyBaHHS, SIKUH y TAIIEHTIB 3 IMyHOAE(IIIUTOM € 3HAYHO BUIIHM;

2) xaTerepu MOXYTh BUHTH 3 Jagy, IO MOXIJIMBO B MOJAIBLIIOMY Oyae morpeOyBatu
XIpypriyHOro BTpy4YaHHS, K€ /Ui TAKUX XBOPHUX € HEOE3MECUHUM;

3) Bucokuil pu3uK TpoMOyBaHHS KaTeTepa.

Eight Guiding Principles for Effective Use of IVIG for Patients with Primary
Immunodeficiency. Appendix One: Detailed explanation of the eight guiding principals for
safe, effective and appropriate use of IVIG. A sanctioned statement of the AAAAI. American
Academy of Allergy Asthma & Immunology

BicimM KepiBHMX NPMHIMIIB ¢()EKTHBHOT0 BUKOPHCTAHHS BHYTPIillIHLOBEHHUX
imyHnorsno0yJiniB (BBII') nJis1 manieHTiB 3 nepBUHHUMM iMyHoAedinuTamu

[lepBunHi imyHonedinutu (I1I) 3ymoBieHI NPUPOKEHUMH BaJaMU IMYHHOI CHCTEMH
MIPU3BOIATH JI0 PEIUANBYIOUNX, BAXKKUX a00 He3BuuaHux iHpekmii. Bianosinue mikyBanus 11 3a
nonomororo BBII' nae moximBicTe 30epertd (QyHKIIO ypakeHMX OpraHiB, HOKpalllye SKICTh
JKUTTSL, 3a1100irae CMEpTHOCTI BiJ| 1H(EKIIIH 1 30UIbILITye TPUBATICTD KUTTA. AHOHIMHE ONUTYBAaHHS
yjieHiB AMEpUKaHCBhKOi akajaeMii aneprii, actMu Ta imyHojorii (AAAAI) BcTaHoBHIO, IO
NOTPUMaHHS HIDKYE BKa3zaHMX NpuHUUMIB BBeneHHs BBIIT Oyzae edexkTuBHUM 1010 30epeskeHHS
XKUTTA 1 370poB's mauieHtiB 3 III. Llelt mokyMeHT Hajae BaxHMBY iH(GOpPMALIIO IS MOIOTAHHS
nehiuuTy IMyHOTJIO0Y IIHIB Y NAIIEHTIB, YH€ )KUTTS 3aJI€KUTh BiJl iX KOHIEHTpAIIii.

VY naHomy JTOKYMEHTI BUJIUIEHI BICIM KEPIBHUX MPUHIMIIB JUIsl 6€3M1€YHOT0, ePEeKTUBHOTO Ta
HanexxHoro Bukopucranss BBIT™ npu I11.

Kepisaunii npuanun 1: IIpusnayenns. Tepamis BBII' nmokaszana B sikocTi 3amicHoil
Tepamii aasa nauientiB 3 III, sikmii Xxapakrepu3yerbesi BiACYTHiCTIO a00 HeAOCTATHHOIO
npoaykuiero antutiia. Ieit mocryaar cxBanennit FDA nus BBII, ki jginen3oBani Ha nanuid
yac.

[TpupopkeHi Baau IMyHHOI CUCTEMH POOJISATh Malli€eHTa BPA3IMBHM JI0 Pi3HUX 1H(EKIiHHUX
3axBoproBaHb. [H}ekmiitHI XxBopoou npu [1l MOKYTh PO3BHUBATHUCS HEOIHOPA30BO, MATH TSHKKUM 1
HETUIIOBHH MepeOdir, MOUIKOHKYIOUH KUTTEBO BAXJIMBI OPraHH, 3HIKYIOUU SKICTh 1 CKOPOUYIOUH
TPUBATICTh KUTTA. [liBUIIEHA YYTIUBICTh 10 1HPEKIIMHUX 30yAHUKIB MOXe OyTH OB s3aHa 3
HEJIOCTATHICTIO TYMOPAJIbHOI JJAHKH iIMyHHOI CUCTEMH, 1110, B CBOIO YEPTy, MPU3BOAUTH A0 HU3BKOT
KUIBKOCT1 a00 sIKOCTi aHTHTUL. Y Outemn Baxkkux Bumnagkax I[IIJ[, mom's3anoro 3 nedexramm
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AQHTUTIJIOYTBOPEHHS, TONOBHEHHS HEIOCTaTHHOIO pIBHS AaHTUTLT 3 BUKOpucTaHHsM BBII
MOKpaIye SKICTh 370POB'S 1 MOXKE BPATYBaTH KHUTTA. Y 3B'A3Ky 3 IIUM KokeH mpernapat BBIT,
cxBajenui 1 minen3oBanuii FDA CIIIA, mo)xHa BUKOPHCTOBYBATH JUIs JiKyBaHHs XxBopux Ha I
3posyminio, mo BBII' € moporoBapricHOO Tepami€eto 1 IiHHUM pecypcoM. OmHak mei ¢dakt He
MOBMHEH CTAaBAaTH MEPENOHOI0 /IS TMAII€HTIB, )KUTTS SIKUX 3aJISKUTH BiJl afekBaTtHoi Tepamii BBIT.
Hanexne Bukopuctanus BBII' € nmpioputerom mis AAAAL

KepiBuuii npunnun 2: [liarnoctuka. IcHye Bejuka kinbkicth aiarnosis III, npu sikux
npu3HavawTbes i pekomenaywrbess BBII. barato 3 Takux XBOpHX MalThb HU3BLKiI pPiBHI
3arajabHoro IgG, aje neski 3 HMX MalThb HOPMAJIbLHUI piBeHb IMYHOIrJIOOYJiHIB Ha TJi
neginuTy cnenupivHUX AHTHTIIL.

3a nannmu BeecBiTHROT opraHizallii OXOpOHHU 310pOB'S HAa JaHUH Yac HApaXOBYETHCS OinbIIIe
250 uaiB I, Jlns copomeHHs npusHavyeHHs 1 BukopuctanHs BBIIT nokymentn AAAAI Oynu
CHpsSIMOBaHI HAa TPU OCHOBHI TeMH, Ui SKUX BHKopHucTaHHsS BBII' miarpumyerscs y MeandHii
mitepatypi. Jlo HHX BigHOCAThCsA:1) mepBHHHI iMyHoaediuuTH 3 BiACyTHICTIO B-kmitun; 2)
NEepBUHHI IMYyHOAE(DIIUTH 3 TIMOTaMarioOyTiHEMIEI 1 TMOPYIIEHHSM MPOAYKIii crernudiqyHnx
aHTUTLUL; 3) NEpBHHHI IMYHOAEIIUTH 3 HOPMAJIbHUN pIBHEM rama-riao0yiiHIB 1 HMOPYLICHHSIM
MPOAYKIIii crienu(ivHuX aHTUTUI. Bynb-SIKWW MAIEHT, SIKHU BUIMOBIAE [IUM KPHUTEPisM, IIOBUHEH
oTpuMyBatTu _peryinsapHy Tepamiro  BBIIT Ge3nepepBHO i 0e3 HEOOXiIHOCTI MOBTOPHOTO
M ATBEPUKEHHS JIIarHO3Y.

Kepiunii mpunnun 3. Yacrora BBeaeHHss BBII. BBII' mpu3HayawTbesi B SIKOCTI
Oe3nepepBHOi 3aMicHOI Tepamii y XBOpUX Ha mnepBHHHi iMmyHonedinuTH. JlikyBaHHs He
NOBMHHO NEePEePUBATHCS, IIOHHO OCTATOYHM AiarH03 O0yB BCTAHOBJICHHIA.

€ KimbKa MIpKyBaHb, SIKI MOXKYThb OyTH BHKOPHCTaHi IJIi BU3HAYCHHS YacTOTH BBEACHHS
BBII" y nmamientiB 3 I1I. IIpote, HEe Mae mocmiKeHb, ki O AaBanu MEBHI BKa3iBKU OKPIM THUX, IO
BBII' HeoOxigno BBoautHu manieHram 3 I1I xoxkHi 3 abo 4 TwkHI Biapasy miciag Bepudikarii
niarHo3y. MOXJIMBO B JIE€SKHX XBOPHX OLIbII JOLUIBHUM OyAe CKOPOUEHHsS IHTEpBaly MIiX
BBEJICHHSMU Ul TOKpAIIEHHS KIIHIYHOT e(QEeKTUBHOCTI Ta pe3yibTaTiB JikyBaHHSA. Okpim
KJIIHIYHOTO CTaHy Malli€eHTa,HaXkajb, BIACYTHI TECTH, 32 JIOTIOMOIOI0 SIKHX MOXHA KepyBaTUCS MPH
OpUMHATTI pilieHHs npo 4actory BBeAeHHs BBII. Hanpuxian, sxmo B mamiedra 3 [II nHa
4eTBEPTOMY TH>KHI Micyd JikyBaHHs BBII' po3BuBaeThcs iH(exIis, H0ro A0LIIbHO BBOJUTH KOXKHI
3 twkHi. HemonaBHe aHoHiMHe onuTyBaHHa wieHIB AAAAI y cnoiBopami 3 @DoHaom
iIMyHOZIe(IIUTY BCTAaHOBMJIO, 10 87% marieHTiB peryisipHo oTpumysanu BBIIT koxHi 4 THKHI.
Yacrora BBenenus BBII' gacrime, HiX KOHI 4 TH)KHI, HAJIEKHUM YMHOM He BHBYaigacg. Hacrora
BBeZieHHss BBII™ pinme, Hik KOXHI 4 THXKHI, HE PEKOMEHIYETbCA B OYIb-SKUX 13 3aTBEPIKEHUX
FDA nineH3oBaHux Marepiajiax 1 CBITUMTHME NMPO MEAUYHY HendanicTh. Baxkmupo, mod iHQy3il
BBII' Oynu mnDocTifiHMMU 1 He mepepuBaTHcs JUIsl TOro, MO0 BU3HAUYUTH YYTIHUBICTH 1
NEPEeHOCUMICTh MaIlieHTa 100 YaCTOTH BIMBaHHI. Ha mpoTuBary, 3MEHIIIEHHS YacTOTH BBEICHBb
BBI'T nigBumuTh y nauieHTa pu3HK 3arocTpeHHs iHQeKIiHHUX Ta HelH(PEeKIIHHIX XBOPOO, a TAKOXK
Oy/ie CBITYUTH TIPO MEIUIHY HEIOATICTb.

KepiBuuii npunnun 4: JlozyBanusi. BBII' noka3zanmii 1y mamieHTiB 3 mepBHHHUMH
imynogepinuramu B mnouarkomiii m03i 400-600 mMr/kr koxkHi 3-4 TwxkHi. MeHm dacrte
BBe/JIeHHSI 200 BUKOPUCTAHHS OLIbII HU3bKMX 103 HEe MiATBEPIAKY€EThCSH KIIHIYHUMU JAHUMH.

VY MeauuHii JiTepaTypi ICHYIOTh KiJIbKa JOKA30BUX JIOCIIKEHb, B SIKUX TMOPIBHIOIOTH 103U
BBII'. IlepeBaxkHa yacTHHA pPE3yJNbTaTiB JIOCHIIKEHHS BKa3zye Ha HEOOXITHICTb BUKOPUCTAHHS
outbn Bucokux 103 BBII' ans mikyBanusa IIIJ[. [lo3a B KiHIIEeBOMY paxyHKy HOBHHHAa OyTH
CKOperoBaHa Ui OTpUMaHHs KJIIHIYHOTO e(eKTy, ajieé MoYaTKoBa 71032 He MOBHHHA OyTH MEHIIE
400 mr/kr. 3actocyBanus BBII™ y 1031 6iibire 800 Mr/Kr peTeasHO He BUBYAIIOCS.

KepiBuuii npunuun 5: Minimagabhi piBHi IgG. BusiBiienuss minimaabHoro piBus IgG
MoOke OyTH KOPMCHUM IPH BCTAHOBJICHHI iHIIMX JiarHO3iB 3 MeTOI0 KOpeKIii JikyBaHHs, ajie
HE B ycix Bunaakax i ni pesyabtatn He moBuHHI OyTHM BH3HAYaJbHUM (AKTOPOM NpH
NpuiiHATI pilneHHs mwoao tepanii BBIT'.

IcHye HM3Ka JOCHIKEHb, B SIKUX NMPOBOAMIIOCS BUBYEHHA n03yBaHHs BBII' mpu mikyBanHi
MAII€HTIB 3 TiMOoraMario0yJIiHEMIE0 PI3HOTO TeHe3y, B AKUX OyB BHSBJICHUHN 3 MiHIMAJIbHUN PiBEHb
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IgG. Pe3ynpTatm 1UX JOCHIIKEHb MPOIAEMOHCTPYBAIM Oinblly e(EeKTUBHICTh Tepamii IpH
nocsrHeHH1 piBHS [gG>800 mr/mn, a He piBHa [gG>500 mr/mn. Ile ocoGiamBO mopeyHO auis
NAIli€HTIB, sKi MaroTh HyAboBUH IgG Ha MOMEHT BCTAHOBJICHHS JiarHO3y. BaauBO, 1100
3HaYeHHs IgG OyJji0 NpaBWJIbLHO pPO3TJAYMa4YeHO sIK OpieHTHP st Tepamii. [lo-mepie,
MiHIMaJIbHI PiBHI IMYHOTJIOOYJiHIB CIOCTEPIraloThCs TIABKM B YAaCTHHM, a HE BCIX MAIIEHTIB 3
NepBUHHUM  iMyHoaedinmuToM. Ilo-apyre, BkasaHi B MyOJiKaisxX MiHIMaIbHI  PiBHI
IMyHOTJIOOYIIIHIB € CepefHIMU JaHUMH 1 HE BITOOpPa)XaloTh PEKUMY Ta 00 €My HO3YBaHHS JUIS
okpemoro marieHTa. HeoOximHo OpaTtu 1m0 yBarm He TUIBKM piBeHb 3aranpHoro IgG, a i
KOHIIGHTPALil0 CHeuu(IYHUX aHTUTLI, TOOTO 3AaTHICTH JO BiANOBIIHOTO AHTHUTUIOTEHE3Y.
Hampukinan, y mamienta 3 aiaro3zom 3BIJI (MKX-9 279.06) ta anoMansHO HU3BKUM piBHeM IgG
Ha TJIi BiICYTHOCTI crienudiunux aHTuTin Oyae He edexrtuBHa Tepamis BBII, skmo oMy OyayTsb
iX BBOAUTH y MiHIMaIbHUX J103ax s gocsarHeHHs [gG > 500 mr/mn. Lleit mamieHT yepe3 3HUKEHY
SKICTh AHTUTIT Oyle CXWIBHUM JI0 TMOIIKO/DKYI0 YOro BIUIMBY 1HQEKUIHHUX 30YIHHKIB.
AHJIOTIYHO IBOMY, J€SKI MAalll€eHTH MpPHU BCTAHOBJECHHI A1arHO3y MOXYTh MaTH HOpPMAalbHUHN
piBens IgG, ane OyTu He3AATHUMH NMPOIYKYBATH Oyab-sKi cnenudiuHi aHTUTLIA U HeHTpaizamii
iH(dekiiianx 30yaHukiB. He3Bakaroun Ha Te, 10 mepen mo4yarkoMm Tepamii piBeHb IgG Oys
oinprmmmu 800 mr/min, MminiManbHe no3yBaHHs BBIIT BusiBUTECS HeeekTHBHUM i Oyne CBITUUTH
PO MEAUYHY HEeAOATICTh.

KepiBuuii npunnun 6: Miciie npoBeieHHs JikyBaHHs. Pimenns: npo BBenenns BBIT B
cranioHapi, am0y/J1aTOPHO 4YM B JOMAIIHIX YMOBaX NOBHHHO 0a3yBaTHCH HAa 0COOJMBOCTSIX
KkJiHiYHOro nepediry I1l y KosKHOro OKpemMo B3SITOr0 MAIi€HTA.

Beenenns BBII € ckiagHoro cripaBoro. Y 6aratbox Bunajakax namieHTy 3 [11 maroTs XpoHiuHi
XBOpoOM, 1m0 me Oinpmie yckiamHioe Tepamiro. Kpim Toro, OinbmricTe mami€eHTtiB OyayTh MaTé
no0iuHi edextu (IIE) Bin 3acrocyBannst BBII'. Icuytots uncnenni Baxki [1E, nos's3ani 3 BBIT,
0araTto 3 SKMX € TOCTPHMH, B T.4 TPOMOOEMOOIisl, TIMOTOHIs, Cy[IOMH, CHHAPOM aCEITHYHOTO
MEHIHTITY, aHaQUIAKTUYHUN ILIOK, TOCTPUHA pEecHipaTOPHUN IUCTPEC-CUHAPOM, HAOpSK JIETEHiB,
anHOE Ta YIIKOJKEHHs JiereHb, nos's3aHo 3 nepenuBaHHsAM (TRALI). Bcei nmpemapatu BBII
MOXYTh TaKOX BHKIUKAaTH TOCTPY HHUPKOBY HexocTatHicT. Ponja imyHozaediuuty (IDF)
niaTBepauB peanbHi nadi moao [1E B 1170 namientis 3 1. Becranosneno, mo 61% xBopux manu
I1E, nos's3asni 3 indy3ismu BBII', npuuomy B 44% 3 Hux 6ynu cepiiosni I1E. 3 miei npuunnu qyxe
BOKJIMBO BIIIOpaTH MAII€HTIB, SKI MAXOASATH JJIi KOHKPETHOTO MICIS HaJaHHS MEIUYHOI
noromoru. 3aranoMm, ictopis IIE mnamieHTiB npsiMo mpomopiuiiiHa HEoOXiJHOMY MEIUYHOMY
CIOCTEpEKEHHI0. TakuM 4MHOM, BUOIp MICIS NPOBEJCHHS JIIKYBaHHS NMOBHMHHO BpPaxOBYBaTHUCS
3TiZHO 10 MEJMYHOI icTOpii marienTa Ta anamHue3y po3BuTKy I1E mpu BBeneni BBIT'.

KepiBauii npuanun 7: Cnocié BBegenHs. Cnocid BBenenns BBII' noBunen 0asyBaTucs
Ha XapaKTepUCTHKAaX mnaunieHTiB. [lia OuibmiocTi nanieHTIiB MiAX0AsAiTh MNpenapaTu
iMyHOTrJ100yJ1iHiB VIl BHYTPIlIHLOBEHHOI'0 BBE/ICHHSI, 2 B YACTHHHU — LISl iIIIKipHOTO.

[Ipenapat 11 MiAMIKIPHOTO BBEJEHHS IMYHOIIOOYIiHIB OyB HemonaBHO cxBajeHuid FDA.
Xoua mei cmoci® Tepamii BUKopucTOBYBaBcsi iMyHosioramu B CIIA 3a He3apeecTpoBaHUMH
noKa3aMM IpoTsaroM Oibin HiXK 20 pokiB. Y JaHM Yac Take BBEACHHS € 3aKOHHMM 1 CXBAJICHUM.
Hocnimxenns 3 minen3yBanHs y CILIA, a Takox eBpomneichbKi epexpecHi AOCTIIKEHHS T0Ka3alu,
10 IMYHOTTIOOYIiHU, sIKI BBOAATHCA MiAmKipHO mnarieHTam 3 I1I, € Takumu x epeKTUBHUM SIK 1
BHYTPIIIHHOBEHHI IMyHOTNI00YMiHU. OHAK, icHye Oarato (akTopiB, skl HEOOX1JHO BpaxOBYBaTH
JUIs 37iiicCHeHHs e()eKTUBHOI Tepamii MiAIKIPHUMHU IMYHOTTIO0yIiHaMH1, Y 3B'I3KY 3 TUM, 10 BOHHU
niaxoasTh He Ui Bcix mamieHTtiB 3 III. PimenHs miomo cmocoOy 3acTocyBaHHS IpemnapariB
IMYHOTJIOOYIIHIB BIIHOCUTBCS A0 CYTO KIIHIYHOTO CTaHy XBOpPOro. BakiaMBO 3a3HAa4YMTH, IO
nepexifiHa J03a 13 BHYTPIIIHbOBEHHOI Teparii Ha MiAIIKIpHY MOBUHHA OyTH 30unblieHa Ha 37%.
[TigmkipHa Tepamisi Mae YUCIEHHI MepeBaru, 0CoOIMBO JUIS MAIIEHTIB, SKi 3a3HAIOTh CEPHO3HUX 1
BAXKO KOHTPOJIbOBAHMX TMOOIYHMX e(eKTiB, a TakKoX I THUX, XTO MAa€ TOTaHUuH
BHYTPIIIHBOBEHHUH JTOCTYII.

KepiBunii npunuun 8. Ilpemapar — BBII' He € yHiBepcajbHUM mnpenapaTroM i He
BiHOCHTBCSE 10 B3aeMo3aMiHHOro. KoxeH konkperHmii mpenapatr BBII' moBuHen OyTm
Y3roJsKeHuH 3 KJIIHIKO0-J1a00paTOPHUMM XapaKTePUCTUKAMHU MallieHTa JJs 3a0e3neYyeHHs




44

ioro 0esnexu. 3mina npenapary BBII' mae BinOyBaTucst iMie npu akTUBHIN y4acTi Jikaps.

Ha nanuit wac icaye 11 npemaparis BBII' 1 ogua npenapat asis migmIKipHOTO BBEICHHS, K1
ninen3oBani FDA nns Bukopucrtanss. Bei Bonu mokasani juis smikyBanns [1]]. i npemaparu He €
YHIBEpCAIIbHUMH Ta BIJPI3HSIOTHCS 32 CBOIMH XapaKTEPUCTUKAaMHU. 3 IUX MPUYUH 3aCTOCYBAHHS
UX TpenapaTiB MOBMHHO OyTu iHAMBigyanbHUM. Hampuknaza, IiCHYIOTh mpemapartu, sKi
NPOTHITOKA3aHi MPH IMEBHUX 3aXBOPIOBaHHAX. J[esKi 3 HUX MICTSTh B SIKOCTI cTa0ii3aTopa IIIoK03y
1 He pEKOMEHIYIOThCS Ul XBOPUX JIKYBaHHS XBOPUX Ha I[yKPOBUHU niaber. [HIII MaiOTh BUCOKUI
BMICT HATPIIO 1 HE PEKOMEHAYIOTHCS Ul JIFOACH 13 CeplEeBUMH 3aXBOpIOBaHHAMH. Kpim 1160T0,
OCKUJIbKA BUPOOHUKM TaKWX MpEnapaTiB pi3Hi, B MAli€HTIB MOXYTb CHOCTepiratucs moOiuHi
e(heKTH y BIAMOBIIb HA MpenapaTu pi3HUX BUpOOHUKIB. [IpoBenene onuryBaHHs namieHTiB QoHIY
iMmyHonedinuTy BusBWIO, MO 34% Bcix nmoOiuHMX edeKTiB, MOB'I3aHUX 3 iHQY3i€0 Npu 3MiHi
npernapary BBeJICHHs. 3 UX MPHYWH, MMAlli€EHTaM HE PEKOMEHIYEThCS 3MiHIOBaTH nipenapatd BBIT
0€3 peTenbHOro 1 HAIEXKHOro OOrpyHTyBaHHSA. KpiM TOro, peKOMeHAYETbCs, IO B OYAb-SIKHIi
MOMEHT TIpernapat Moke OyTH 3aMiHEHHM 3 METOI JIOTPHUMAHHS 3aXOJiB OC3IEKH NpPU BBEICHHI
mperapary y 3B's13Ky 3 IiJIBUIICHUM 3aHETIOKOEHHSIM 3 TIPUBOY TOOIYHUX €(EKTiB.

8. TAKTUKA JIIKAPSI HA AMBYJIATOPHOMY,
CIEIIAJII30BAHOMY TA CTALIOHAPHOMY ETAIIAX
MEJIUYHOI JOMMOMOTI'1

[Tamientam Ha 3BIJ] HajmaeTbcs MeauuHa JONOMOTa B TPHU €Tald 3aJIEKHO BiJl TAXKKOCTI
XBOpOOH, IIarHOCTUKH, JIIKYBaHHS, YCKIIaJHEHHS, YPaKEHHsI PI3HUX OpraHiB Ta cucteM (cxema 1).

AMOyJs1aTOpHi yMOBH:

I manka (3arajbHa) — Ha aMOyJIaTOPHOMY €Tarli, KOJU B JIiKaps Oyab-sIKOi CIEIiadbHOCTI
BUHHUKAE Mil03pa Ha IMyHOAE(DILUT, TakUi XBOpUH MNMOBUHEH OYTH CKEpOBaHMH 10 JKaps-
imynostora (Joxarok 3).

Ha npoMy etami Mo)KHa BUKOPUCTOBYBaTH aHTHOAKTEpiHY, MPOTUBIPYCHY, TPOTUTPUOKOBY,
aHTUIapa3uTtapHy  (mpu  3arocTpeHHi  iHQEKIiHHOI  maToyiorii),  Je31HTOKCUKAIlIHHY,
AQHTHOKCH/IaHTHY, CHMIITOMAaTUYHY Tepario.

Komenmap pobouoi zpynu:

Ha emani amoynamophnoi meouunoi oonomozu cimeiini nikapi, mepaneemu, nediampu ma
iHWi tikapi 0cobusy yeazy no8UHHI 36epHymMu HA:

1) pemenvuicmv 360py  aHamHe3’y  (2eHeMUYHO20, IHQEKYIUHO020, B8AKYUHANbHOZO,
anep2osociuH020, AymMoiMyHHO20, XIpYPiuHO20 MOWO0);

2) Ha Oebrom imyHoOehiyumy y 6ueniaoi peyuousyrouux iH@ekyit Oiibulorw Miporo
bakmepitinoco, a MaKoxc GipycHO20, 2pUOK08020, NAPAZUMAPHO20 TeHe3y 6 OUMAYOMY,
RIONIMKOBOMY, OOPOCIOMY BiYi,

3) ypaoscennsa LLUKT (necneyughiuni xonimu, cuHopom manvabcobyii, HoOyiapHa nimpoiona
einepnaasis, xeopooa Kpona)

4) HassHicmb iHeKyilHol, AyMOIMYHHOI ma OHKONAMO02ii 8 X80P0o20 Ma OAUZLKUX POOUUIE.

Jixapro, sakuti Ha0ae nepsuHHy MeOuyHy 00NOMO2y, NOMpiOHO Opamu 00 ysazu He MIlbKU
O0ani anamuesy, 0COONUBOCMI KIIHIYHOI KAPMUHU, d MAKOJNC 3MIHU 3A2AlbHUX KAIHIYHUX
1ab0pamopHux NOKA3HUKIE, 6 m.Y. 3a2albHO20 ananizy Kpoei, npomeinoepamu, CPII, ceui,
Oioximiunux auanizie. Ilpu Gizuxarvnomy 021800 3 BUKOPUCMAHHAM NaAlbnayii, nepKycii,
ayckynremayii HeoOXIOHO npogecmu OYIHKY GQIi3uuH020 pO36UMKY (YaCmKo8e BIOCMABAHHS Y
@izuuHOMY pO36UMKY, 3HUJICEHHSA Macu Miia, 3MiHA opmu epyOHOi KIimKuU, 30i1bueHHs 00 €My
ACUBOMA MOWYO).

Kpim moeo, npu npogedenni KiiHiuH020 0OCmediceHHs HeOOXIOHO po3numamu nayienma npo
icmopito  NPpUUMaHHA HUM  DAPMAKONO2IYHUX —Npenapamis, SAKi MOJNCYMb Npuzeecmu 00
einocamaznobyninemii (2110KOKOpmMuKoiou, OUKIoeHax, cyib@acaniasun, Kanmonpui, NeHiYyulamin,
Kapoamaszenin, Ccoai 3010Ma, AHMUMATAPIUHI, QeHimoin mowo), nepeneceHi IHpexyilHi
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saxeoprosants  (BlI-ingpexyis/CHIN],  npupooddicena  Kpacuyxa,  yumome2aiosipycHa i
moxkconiazmosa ingexyii, EBV).

Xeopi 3 6xkazamumMu  NAMONOSIYHUMU  3MIHAMU  MOJCYMb  Oymu  GUAGNEHI  HaA
KOHCYIbMAMUGHOMY nputiomi JKapamMu NYJIbMOHONI02AMU, pesmamonocamu,
2acmpoenmeponocamy, Gmuziampamu, eHOOKPUHOLO2AMU, 2eMAMON02aMU, OPMATbMONI02AMU,
OHKOJI02aMU ma IHWuUMU cneyiaricmamu. ¥ maxux eunaokax maxi nayieHmu maxkodic no8UHHI oymu
CKepOBaHi Ha KOHCYIbmayito 00 JIKAps-iMyHOL02d YU OUMA4020 IMYHOL02A.

Il nanmka (BTOpMHHA cHemiajgi3oBaHa MeIMYHA JOMOMOra) — JIiKap-iMyHOJIOT
KOHCYJIbTATHBHO-TIOJIKJIIHIYHHOTO MEAUYHOTO IIEHTPY KJIIHIYHOI IMYHOJOTIi Ta ajeproJiorii,
HOJIKTIHIKK  00acHOI/MICHKOT JIIKapHi 3IMCHIOE JIarHOCTUKY, Au(epeHliiHy MiarHOCTHKY,
aMOyJsaTopHe JIiKyBaHHS, peaOuTiTaiiio, AUCIAaHCEPHE CIIOCTEPSKEHHS, MPO(IIaKTUYHI 3aX0au B
T.4. TIPOBEJICHHs BaKIMHAI(] B aMOyJIaTOPHUX YMOBaX, a MPH HEOOXIAHOCTI CKEPOBYE XBOPOTO Ha
CTalllOHapHe JIiKyBaHHS B IMyHOTEpaleBTUYHE, IMeaiaTpUyHe BIAJIIJICHHS YW Ha CIHelialli30BaHi
IMYHOTEpANeBTUYHI JIDKKa MEIUYHOTO0 WEHTPY KIiHIYHOI imyHojorii Ta aneprojorii. [lpu
BIICYTHOCTI UEHTPY — B [IIalrHOCTUYHI, TEpameBTHYHi, IyJIbMOHOJOTIYHI, PEBMATOJOIIYHI,
racTPOCHTEPOJIOTIYHI, T'eMaTOJIOTIYHI, pPEeaHIMAaIiiHI BiITUICHHS MICHKHX/00JaCHUX MEIMYHUX
3aKJIaJIiB, IIECHTPU OHKOJIOTI] (3aJIe’KHO BiJl JOMIHYIOYO1 KJIIHIYHOI CHMITOMAaTUKH).

Jlikap-KIiHIYHUA IMYHOJIOT MPOBOAWTH aHANI3 Pe3yJbTaTiB aHAMHECTHYHHX, JaO0OpaTOPHHUX
Ta IHCTPYMEHTAJIbHUX JOCIHIKEHb; MPU3HAYAE JOAATKOBI YU MOBTOPHI JOCIHIKEHHS; PEKOMEHIY€E
KOHCYJIbTAIIl BYy3bKHX CIICIIAICTIB 3a moka3amMu. HeoOXiqHO 3BepHYTH yBary Ha BiJICYTHICTh Yd
3MEHIIEHHS PO3MIpiB MHUTIJAIUKIB 1 JNiMpaTuyHUX BY3MiB (st AuQepeHIiiHOl A1arHOCTUKH 3
xBopoOorw bpyrona Tta rinep-lgM-cuaapoMom); po3Mipu TEUiHKHA 1 CENE3IHKH; CTaH IIKIpH
(kanaumo3, BITUIIrO, ek3eMa, OOPOAAaBKH, BIACYTHICTh OpiB, BOJOCCS HA TOJIOBI TOIIO), YPAXKCHHS
OapabaHHOI TIEPETUHKU; TIOTOBIICHHS KIHIIEBUX (IaHTIB maiblliB. Ha OCHOBI aHAMHECTUYHHX Ta
KIHIYHUX JaHWX, 3aralbHUX, IMYHOJOTIYHHMX, T€HETHYHUX JTaOOPAaTOPHUX MOCIIKeHb (3HAYHE
3HIDKEHHS 10JI0 BIKOBOi HOPMH JBOX a0O TPhOX OCHOBHHMX 130TONIB 3arajlbHUX CHPOBAaTKOBUX
IMYHOTJIOOYITiHIB; HEAOCTaTHsS BIAMOBib Ha BaKIMHAIBHI AaHTHUTE€HH; HOpMalbHAa a00 3HI)KEHA
KinpKicTs B-mimdonutie; 3HmwkeHHs unciaa CD4'-miMpOnMTIB, 3HWKEHHA NPOITidepaTHBHOT
BIJIMOBI1/II HA OJMH a00 OinbIIe MiTOreHiB) Toio. J[o 000B'I3KOBUX OOCTEKEHBb BiTHOCITHCS Ti, K1
npoBoAsAThes y 303, 1110 HaJJal0Th IEPBUHHY Ta BTOPUHHY METUYHY JI0IIOMOTY.

Jlikapi npoBoIATh AUGEpeHIIiiHY TiarHOCTUKY Ta Bepudikaiito miarao3y 3BIJ] (Cxema 1, 2).
Ha erani BTOpuHHOI crienianaizoBaHOi JOMOMOTH JIKap-IMyHOJOr MpoBoAUTH mindip no3u BBIL,
BU3HAYAE YACTOTY ¥ MIBUAKICTh TX BBEICHHS, PU3UK PO3BUTKY MoOiuHuX edektis (HoxaTok 1,2, 4).

OkpiM 1bOro, TMpH HAIBHOCTI 1H(QEKUIMHUX YCKJIAaJHEHb 3A1MCHIOETbCA  MiAOIp
aHTHOaKTepiHOI Teparnii Ha OCHOBI MiKPOOIOJIOTTYHUX JOCIPKEHb 3 BU3HAYEHHSIM YYTJIMBOCTI 710
AHTUOI0THUKIB Ta IHIIMX MPOTUMIKPOOHHUX Ipenaparis.

[Ipy HasgBHOCTI CyMyTHBOI MATOJNOrii (AyTOIMyHHHMX, TpaHyJEMaTO3HUX 3aXBOPIOBAHb,
OHKOIATOJIOTIi TOMIO) JIIKap-IMyHOJOI TOBHHEH 3a0e3MeunTd KOHCYJIbTAaTHBHY JOMOMOTY 31
CTOPOHM JIIKapiB IHIIMX CIEHialbHOCTEH (TeMaTosor, PeBMATOJIOT, MYIbMOHOJIOT, €HIOKPHHOJIOT,
0 TaTIbMOJIOT TOILIO), SIK1 MPU3HAYAIOTH J101aTKOB1 00CTEXEHHs Ta JiKyBaHHS naiienTta 3 3BI/I.
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Cxema 1. ETAIIN JIAT'HOCTHUKU TA JIIKYBAHHA AHTUTIVIO3AJIEZXKHHUX

IMYHOAE®IIUTIB

HedexT npoaykuii aHTUTLI

\ 4

Tunu ingekuii: peuuIUBYIOYUI OTUT, CHHO-IIYJIbMOHAPHI iHdekuii,
MEHIHTIT, cencuc, MKipHi indekuii, ayroiMyHHi nopymeHHs

—

Onun Bua indexuii

\

IIpoBectn ¢izukanbHe

JIBa a0o OiabIe BUAN

7 00CTe:KeHHS MALi€HTA indexuiit
. } v
Ile He mepBUHHMI
iMmyHoaeginuT HasiBHicTH MUTIAJIMKIB
¥ a0o JgiMmdaTHYHUX BY3]1iB

BincyTHicTh MUTIATHKIB
a0o JiMmpaTuuHHUX BY3J1iB

!

Ile nepBuHHMI
iMmyHozeginut

A 4

JlaboparopHa ouninka

N

MoxJInBO 1e NepBUHHUMT
imyHoneginur

Hu3bkuii abco0THUI piBeHb JiMOLUTIB,
HeiiTpodiiiB ad0o TpoMOOUUTIB

Yucio imyHorno0y.tiHiB

v

v

v

10G<400 mr/ma

IgA<40mr/mn IgE>1000 mr/ma

¢

IgM>200/ <40 mr/aa

v

\ 4

A 4

3BepHeHHs 10 JiKaps-iMyHO0JI0ra 1J1s1 0i1b1I TOYHOI OL[iHKY XiarHo3y Ta

NPU3HAYECHHS IUIAHY JIKYBaHHSHA

v

CrneuiajizoBaHe TeCTYBaHHA

v

JlikyBaHHS 3aMiCHOIO
iMyHOTJI00YJTiHOTEPAITi€I0
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Komenmap Pooouoi epynu:

Iayienmu i3 3B/ nompebytoms 0o0amkoux obcmedxiceHb ma cneyu@iuHo2o HiKy8aHHs, sKi
Hauuacmiuwe NpogoosamvbCsa y 3aK1aoax, wo HA0armv 6MOPUHHY MeOuuHy donomozy. Ha yvomy
emani npu HeoOXIOHOCMI Ma MOACIUBOCMI NPOBOOAMbCS MOJIEKYIAPHO-2EHEMUUHI 00CIONCEHHS.
Heobxiono niokpeciumu, wo y Oinbwocmi xeopux Ha 3BIJ] npocno3 oscummsa X60poco
BUBHAYAEMBCS PO3GUMKOM [THGEKYIUHUX VYCKIAOHEeHb, OOHAK 3ACMOCY8AHHA GHYMPIUHbOBEHHUX
IMYHO2NIOOVIIHIE 3HAYHOIO MIPOI 00380/8€ Ccmadinizyeamu cman nayienma ma 3anobiemu
PO36UMKY  VCKIAOHEHb. 3A80aHHAM JIKAps, AKUU HAOAE MeOUYH) OONOMO2Y, € CBOEUACHE
CKepy8aHHsi NayicHma 00 BI0N08IOH020 MeduuHo2o 3axkiady. Buachwe adexsammue niKysanns
00380/1€ OLILUOCII XBOPUX Q0CAeMU Y HOPMANI3aYii PIBHA IMYHO2IOOYIIHIE | HABIMb NPUNUHUMU
nocmitine NPUUMAHHSA AHMUOAKMEPIHUX 3AC00I8.

OcHosHuti memoo Oiacnocmuxu 3BIJ] — euznauenHs KoHyewmpayii iMyHoeno0yuninie. YV
nayieumie i3 3BI/] euznauaemovcsa nocmivno 3uudicenuu emicm IgG, y Oinvwocmi — 3uudiCeHUl
maxodic pigens 1gA i/abo IgM. Moowce susnauamucsa oeghiyum T-xennepie. Kinvkiche euzHaueHHs
PIBHIG IMYHO2IOOVIIHIE MOJICHA Nposooumu 8 OVOb-sKili cepmughikosani nabopamopii. OOHax,
pe3yibmamu 00CHIONCeHHs. HeODXIOHO OYIHIO8AMU 8 KOHMEKCMI 8IKOBUX HOPM, KATHIYHUX OAHUX Md
nabopamopHoi Hopmu. Badxcaueoro eudacmucs npobnema susnavenus piens IgA uepes siocymuicme
BUCOKOYYMAUBUX mecm-cucmeM. Pes3ynomamu 00CniOdiceHHA Yb0o20 IMYHO2N00VIIHY MONCYMb
oopienrosamu Hyno. Jlocniosxcenus pieHie imyHoenooyninieé nioknacie 1gG  sionocumuvca 00
Manoingopmamusnux npu icmomuomy 3uudicenui IgG.

Ilpu enoockoniunomy i penmeeHoN02IYHOMY OOCAIOHCEHH] MOHKOI KUWKU YACO BUABIAIOMb
OLIAAHKU 8Y3IUK080I IiM@OIOHOI 2inepnaasii. Bysnuku moocyms mamu po3mipu 6i0 npocano2o 3epHa
00 3-5 MM (npu eHOOCKONIYHOMY 00CHiONCeHHT). IHOOI npu 3HaUHOMY 30iNbUEHH] 8V3IUKIE MOJCYMb
3'sensamucs npucmynonooionull Oinb 8 HCUBOMI BHACIIOOK YACMKOBOI KUUKOBOI HENPOXIOHOCHI.

Diagnostic and Clinical Care Guidelines for Primary Immunodeficiency Diseases, 2nd
Edition. Immune Deficiency Foundation, 2009

JlocniKeHHsT Hanpy>KeHOCT] MiC/IBaKIIMHAIBHOTO IMYHITETY Ma€ BUpilladbHE 3HAYSHHS JUIS
JIarHOCTUKU 1CTUHHOTO Ne(IUUTY aHTUTLI, OCOOIMBO B XBOPHX, B SKMX BHSBIISETHCS HE3HAUHE
3HIDKEHHS PiBHS IMyHOTTIOOYmiHIB. Lle mocnimkeHHs BKII0Yae BUSBICHHS CHIEIU(BIYHIX aHTUTLI JI0
OUIKOBMX KOMIIOHEHTIB 30yAHMKA (HampuKIaj, OpaBHsd 4yd JudTepii) 1 10 MoJicaXxapuaHUX
KOMITOHEHTIB (HalpuKiaJl, THEBMOKOKOBHX). [30reMarioTHHIHU BIHOCATHCS 10 IPUPOJTHUX aHTH-
noJiicaxapuHUX aHTUTLA. ToMy, iX BIJICYTHICTH y MAalllEHTa TaKOK MOXE BKa3yBaTH Ha AE€(PIIUT
AHTUTIIOYTBOPEHH:. JlOCHI/DKYIOTh TakoX crenudiyHi aHTuTina kiacy IgG no 30ynHUKIB THX
1H(peKIiM, SKUMU NEepexXBOpIB MAIlEHT 1/a00 BU3HAYAIOTh PIBEHb MICISBAKIUHAIBHUX AHTUTLI 10
Bipycy rematuty B, kopy, KpacHyxu. Y BUINAJIKy HHU3BKOTO pIBHA CHEHU(IUHUX aHTUTLI
PEKOMEH/I0BaHO BUKOHATH (MpU BIJACYTHOCTI MPOTUIIOKA3IB) IMYHI3allll0 HPOTH NpPaBLs YU
THEBMOKOKOBOI iH(eKIii. KOHTpoIib HanpyXeHOCT1 MiCAsIBaKIMHAIBHOTO IMYHITETY TPOBOAUTHCS 3
BUKOPHUCTAHHSIM METOJy «IIapHUX CHUPOBATOK» (Tepuinii 3a0ip KpoBi 3AIMCHIOIOTH 10 MIEIUICHHS,
Opyruii — depe3 4 TWKHI Michns BakiuHamii). Jlas JiarHOCTMYHOT BaKIUHAINI HE CHif
BUKOPHCTOBYBATH KHMB1 BaKIIHHU.

BkazaHi CKpUHIHT-TECTH € HEOOX1THUMHU JIJIsl BCTAHOBJICHHS JiarHo3y iMyHoaediuuty. Tomy,
JKap-iIMyHOJIOT TIOBHHEH IX BHKOPHUCTOBYBAaTH SK JIOJATKOBHHA METOJ TMeEpel MOYaTKoM
npu3HadeHHs iMyHoTepamii. lLle o0co0imBO BaXIMBO JUIs THUX TAli€HTIB, B AKX OyB
niarHoctoBanuil nedimut migkiaaciB IgG abo «aedinuT aHTUTLT A0 TOJIcaxapyaiBy», A1arHOCTHUKA
SKOTro 4acTo 0a3yeThCsi Ha pe3ylbTaTaX BUMIPIOBAaHHS CHPOBATKOBUX IMYHOIJIOOYIiHIB MiJKIACIB
IgG abo Bu3HAUEHHS PIBHS AHTUTLI /10 THEBMOKOKIB.

Cepen I1I 1 mopymenHs GyHKIIT KUIIEYHNKA HaiuacTile 3ycTpidaoTbes y XxBopux Ha 3BI/] 3
NepeBaKaHHSAM HEIOCTaTHOCTI IMYHOrJI0OyMiHIB abo mnepeBaxkaHHAM nediuuty T-miM@ouuTiB-
xenmepiB. Y KIIHIUHIA KapTHHI XBOpPOOM JOMIHYIOTH CHMOTOMH TSDKKOTO MOPYIICHHS
BCMOKTYBaHHS, 1HOJI 3 CHHIPOMOM TiNepKaTaboJivyHOI EKCYyJAaTHMBHOI EHTepomaTii, a TaKOX
XpOHIuHi 1H(EKLiiHI Tpolec (MTOBTOPHI MTHEBMOHI1, OTUTH, CHHYCUTH TOILIO).
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Yacroro o3nakoro 3BIJl € nambmio3. JloBeaeno, mo B xBopux Ha 3BIJ msmOmii B kami
BUSIBJISIIOTBCSI Y BEJIMKIN KIJTBKOCTI, a iX eJiMIHAINS 3 BUKOPHCTAHHIM TPAAUI[IHHUX METOIIB
BHMSIBIIIETHCSA JOCUTH TOKKOIO. OmHAK, HEOOXITHO HaM’ATaTH, IO LKUCTH JIAMOIIH B Kajai MOXHA
BUABUTH He 3aBxau. OKpiM I1bOro, 0a’kKaHO MPOBECTU AOCIIKEHHS IYyOJEHAIBHOTO BMICTY.
HaitHoBimmM MeToAOM J1abOpaTOpHOi AIarHOCTUKHU JIAMOJI03y BBA)XKA€THCSI BHUSABICHHS AHTUTEHY
napasura B Kaji. JIaMOmii mpu pO3MHOXKEHHI B KMIIIEYHUKY BUAUISIOTH crienudidauii antureH GSA
65, KM MOXKHA BHIUIMTH B Ma3Ky Kajly METOJOM MOHOKJIOHAJIbHUX AaHTUTUL. Takoxk 3HAYHO
30UTBIITYE MOXJIMBICTh BUSIBIICHHS ntapa3uty metos [1JIP mis Gionoriyaux cyocTpartis.

Haiibinpi yacTol0 MNpHUYMHOIO PO3BUTKY YyckiamHeHb npu 3BIJ] e inkamncynboBaHi
MIKPOOpPraHi3MH, IO MOTPeOye PEerysIpHUX OaKTepIMHMX IOCIBIB 3IMIKPsOIB IKIPH, CIU30BUX
000JIOHOK Ta O10J0T1YHUX PIIUH 3 BU3SHAYCHHAM YYTIUBOCTI 10 aHTUO10THKIB.

IIpu nHeyckmamnenomy mnepebiry 3BIJ[ #ioro miarHocTMKa Ta JiKyBaHHS TPOBOIMTHCS B
amOynaropaux ymoax. ['ocmitanizallis TpOBOIUTECS ISl IPOBEJICHHS CTAI[IOHAPHOTO JIIKYBaHHS
3BIJ] mpu HasiBHOCTI OHKOTeMaTOJOTIYHMX HOBOYTBOpEHb (y HiTell 1 JAOpOCHHX), 3arOCTPEHHSA
XPOHIYHUX HPEKIIHHNX XBOpOO, ayTOIMyHHUX Ta TPaHyJIEMaTO3HHUX XBOpPOO Ta iX yCKIagHEHb 3i
CTOPOHM OpraHiB JAMXaHHS, OnmopHO-pyxoBoro amapary, LIIKT, cucremMu KpOBOTBOPEHHS TOIIO.
XBOpi TOCHITANI3YIOTHCS B IMyHOTEpAaNeBTHYHI BIJJIJICHHS UM Ha IMYHOJIOTIYHI CrHeIiai3oBaHi
JKKAa MEAMYHUX IIEHTPIB KIIHIYHOI IMYHOIIOTii Ta aneprojiorii; mpu iX BIJACYTHOCTI — B
JIarHOCTUYHI, TEpPareBTUYHIi, IMyJbMOHOJIOTIYHI, PEBMATOJIOTI4HI, T€MATOJOriuHi (32 IMOKa3aMu)
peaHiMaIliifHi BIAIJICHHS IHIIUX METUYHUX YCTAHOB, LIGHTPHU OHKOJIOT1. OOCTEeKEHHS TPOBOAUTHCS
IpY TIOCTYIUICHHI Ta BHITUCIII XBOPOTO 31 CTallioHapy Ta IMpHU HEOOXITHOCTI KOHTPOIIO 3MiHEHHX
MOKA3HHUKIB.

[Ticnss mpoBeneHHS CTAIliOHAPHOTO JIKYBaHHS — HEOOXIJHO CKepyBaTH XBOPOTO Ha
amMOynaTopHe JiKyBaHHS [0 JiKaps-IMyHOJOTa MOMIKIIHIKKA abo A MpoBeACHHs peadimiTaiiiHux
3axo/iB (3a moka3amu) abo Ha amOynaTopHE JIKyBaHHS B KOHCYJIbTATUBHO-TIOMIKIIIHIYHAN BiIia
MEIMYHUX LIEHTPIB KITHIYHOT IMyHOJIOT1 Ta aneproJiorii.

BTopuHHa cTanioHapHa MeANYHA J0NIOMOra

Y xBopux Ha 3BIJ[ mikap-imyHosor 3fiiicHioe Bepu@iKallilo A1arHosy, IudepeHLiiHy
JIarHOCTUKY, TpH3HAyYa€ JIIKYBaHHS, BAKIIMHAIIO, BUSBJIECHHSA Ta JIIKYBaHHS YCKJIaJHEHb B
IMYHOTEpANeBTUYHUX BUIIIJICHHSIX YU HA IMYHOTEpAlleBTUYHHUX JIDKKAX; B Iajarax iHTEHCHBHOI
Tepamii abo peaHiMalliiHUX BIAIIICHHIX MICHKUX/00TaCHUX MEIUYHMX 3aKJIaaiB (CENTHYHI CTaHH,
ayTOIMYHHI KpHW3H), MEIUYHUX LEHTPIB KJIIHIYHOI IMYHOJIOTII Ta aJeprojorii; 3a mMokKa3amMu —
CKEpOBy€ TallieHTa B XIpypriuHe, TOpakajbHe, MYyJIbMOHOJOIIYHE, TacTPOEHTEPOJIOTIUHE,
remMaToyIoriyHe BIJJAUIEHHS MICHKUX/O0JIaCHUX JIKYBJIbHUX 3aKjialiB, LUEHTpu oHKosorii. Ilpu
BIJICYTHOCTI LIEHTPY HEOOX1JIHO CKepoByBaTu XBOpuX Ha 3BIJ[ 3 KOHCY/IbTaTUBHMM BHCHOBKOM Ta
peKOMEHAALISIMM JIIKapsA-IMyHOJIOra B JIarHOCTHYHI, TEpalneBTUYHI, NeAlaTpUyHI, peaHiMalliiHi
BIJ/IIJICHHS 1HIIUX MEAMYHHUX YCTAHOB.

Mertoro cramionapHoro jikyBaHHs 3BIJ] € mikyBaHHS yCKJIaJHEHb Ta CYMyTHHOI MATOJIOTII.
XBOpl rOCHITaNli3yIOThCSI B IMYHOTEpAaNeBTUYHI BiJJIIJICHHS YU Ha IMYHOJIOTIYHI CIeLiani3oBaHi
JKKA MEIMYHUX LEHTPIB KIIHIYHOT IMYHOJIOT1{ Ta ajleproJjiorii; mpu ix BiZICYTHOCTI B JIarHOCTHYHI,
TEpaneBTUYHi, TeIiaTpUyHi, MYJIHbMOHOJIOTIUHI, PEBMATOJIOTIUHI, T€MaTOJIOTiYHI (32 MOKa3amH)
peaHiMalliifHi BIIUICHHS 1HIINX MEIUYHUX YCTAaHOB, IICHTPH OHKOJIOTI].

VY cramioHapHUX YMOBax HPOBOJAUTHCS MpH HEOOXIIHOCTI MOBTOpPHA YH JI0/IaTKOBA
JI1arHOCTHKA, CTellajJbHa IMyHOJIOT14HA, BIPYCOJIOTIYHA TOIIIO.

[Ticns mnposenenHs 3amicHoi Tepamii BBIIT nikap iMyHosOr BU3HA4ae JOLIIBHICTH
3aCTOCYBaHHS BKa3aHOTO JIIKyBaHHS B oMalrHiX ymoBax ([Jomarok 4).

[TpoBOIATECS KOHCY/bTALl JIIKapiB-CIELIANICTIB, MPO(IIb SIKUX BU3HAYAETHCS XapaKTEpOM
BUSIBJICHUX 3MiH.

OOcTexeHHST TPOBOAUTHCS MPH IMOCTYIJICHHI Ta BUIUCII XBOPOTO 31 CTallioOHapy Ta NpHU
HEOOX1THOCTI KOHTPOJIIO 3MIHEHUX IMOKA3HUKIB.



Cxema 2. ETanu 1iarHOCTHKH Ta JIKYBaHHS 3arajbHOro BapiadejJbHoro imynoaeginury

Eranu giarHocTuky Ta JiKyBaHHS 3arajJibHOr0 BapiadeabHoro imyHnogeginury

A 4

v

v

[TepBunna
amOymnaropHa

Bropunna
amOynaTopHa/craijionapHa

Tperunna
amOynaTopHa/crarioHapHa

A 4

v

v

MenuuHy nonomory
HaJaIoTh JIiKapi
TTOTIKJTIHIK, JTIKaPCHKUX
amOynartopili, LIeHTpiB
[IMCJI:

» JI3II-CJ

» TepamneBTH

» meaiaTpu TOIIO

Menu4Hy 10OMOTY Hasla€: Jlikap-
IMYHOJIOT MiCHKOT'0/00JIaCHOTO
MEIMYHOTO IEHTPY KIIHIYHOT
IMYHOJIOTIi Ta aJIeprojiorii,
0061acHOI/MiCBKOI JTiKapHi/
MOJIIKITIHIKH, IMyHOTEPaINeBTHYHOTO
BiIiIeHHS a00 Ha
IMYHOTEpaneBTUYHUX JIDKKaX
MICBKHX/00JIACHUX JIIKAPCHb

Menu4aHy TOMOMOTY HAJIA€ JTiKap-iMyHOJIOT
IMYHOTEpareBTHYHOTO BiIIICHHS
PETiI0HATLHOTO/TOJIOBHOTO METUYHOTO
LEHTpPY KJIIHIYHOI IMYHOJIOTII Ta ajeproJyorii
a00 Ha IMYHOTEepaNICBTUYHUX JIDKKAX
JIarHOCTHYHUX, TEPAIIeBTUIHHUX,
MyJIBMOHOJIOTIYHUX, PEBMATOIOTTYHUX
BiJIIiJIEHb MiCHKHMX/00IaCHUX JTIKapeHb Yn
MTOTIKJTIHIK

Jiarnocruxa:

30ip aHaMHE3y

3araJibHUH OTJIs,

nabopaTopHi
nociimkenns (3AK,

MpoTeiHOTpaMa)

3a nokazammu:

» HanpaBUTH HA
peHTrenorpadis
TPYAHOT KINITHHA

» HanpaBUTH HA
KOHCYJIBTAIIIIO JI0
JiKaps-iMmyHoJora

Y VYV

Jiarnocruxa:

» 30ip aHamMHE3y

> 3arajgpbHUN KIIIHIYHUNA OTJISL

» 1abopaTopHi JOCIIHKCHHS

3a nokazamm:

» IHCTpYMEHTAJbHI JOCIIPKCHHS

» KOHCYJIbTAIlii CIIeHiaNiCTIB
(TmyneMOHOJIOTa, peBMaTOJIora,
SHJIOKPUHOJIOTa, TeMaToJIora,
OTOJIAPUHTOJIOTa, JIEPMATOJIOra,
racTpOeHTEPOJIOTa, OHKOJIOTA).

- JudepenniaibHa 1iarTHOCTHKA

- IlocTanoBka aiarHo3y

HdiarnocTuka:

» OJIaTKOBI TabopaTopHi,

> TeHETUYHI,

»Mopdomnoriyni

» IHCTpyMEHTaJIbHI

» KOHCYJIbTAIlisl TiKapsA-TreHeTHKa
3a mokazammu:

» KOHCYJIbTAIIIT CIIeLiaticTiB

- IudepenuianbHa giarHocTuka

- Bepudikanis imynoagepinury,
ayTOIMYHHHX, OHKOJIOTIYHMX Ta
IHIIMX MOpyLIeHb

- BeeHHA HAIOHATIBLHOT O PeECTPY
nanienTis 3i 3BIJI

JlikyBaHHA XpOHIYHUX
peIHINBYIOUHX iH(DEKITiH
11X yCKIJIaJJHeHb:

» aHTUMIKpOOHa Teparist

JlikyBaHHA:

» IpU3HAYCHHS T4 MOHITOPUHT
e(eKTUBHOCTI
iMyHorII00yIiHOTepamii

> JTiKyBaHHS 1HQEKLiHHIX
YCKIIQJIHEHb

> NiKyBaHHS CyITyTHBOT
maToJorii (ayTOIMyHHHUX
3aXBOPIOBaHb, OHKOIIATOJIOTT)
3TIAHO 3 BIAIOBIIHUMHA
MIPOTOKOJIAMH
podinakTnka iHpeKmi:

> BaKkLMHALA

» TpuBaja aHTUMiKpOOHa
Tepanist

JlikyBaHH#

OcHoBHUH MeTO:

» minoip no3u BBIT

» 3amicHa Tepanist BBI'
AJIbTEPHATHBHI METOIH:

» IMyHOTJIOO0YJIiH HOPMaJIbHUH JIIOHMHH
IUIA B/M, 1I/111 BBEIEHHS

> HaTHBHA IJa3Ma BiJl OJIM3bKUX POJIMUIB
JlonaTkoBi MeTOaM:

» aHTHOaKTepiiiHa

» NPOTHBIpyCHA

» TpOTUTPHOKOBA

» aHTUTPOTO30HHA

» CUMITTOMATHYHA Teparist
Ipodinakruka indexuiii:

> BakUMHALS

» oliHKa eheKTHBHOCTI BaKIMHAII]

» KOpEKIIis cXeM BaKI[MHaIlil




Cxema 3. Cxema MeANKaMEHTO3HOT0 JIIKYBAHHS 3arajbHOro BapiadejbHoro imynoaeginurty

CxemMa MeIMKaMEHTO3HOI0 JIIKyBaHHS 3arajJibHOro Bapiade1bHOro imyHogedinury

A 4

OCHOBHUH METON

A 4

A 4

v

AnbTepHAaTUBHUN METOJ

HonarkoBuit MmeTon

A 4

\ 4

[IpoBenenus » IMyHOTJIOOYIiH NiATPUMYI0Ya aHTUMiKpOOHA

HIOMIiCSIYHOT 3aMiCHOT HOpMaJIbHHAN Tepamisi Ipy HAsBHOCTI YaCTHX

tepamii BBII" JIIOIUHH IS B/M PEIUINBIB XPOHIYHUX 1H(EKIIii

BBEJICHHS Tepamisi iHpeKIiHHNX YCKIATHEHD Y

A 4 moMicsigHo abo 1 nauieHTiB 3 imyHoaedinuToM — i3

V BUNaAKy pO3BUTKY pa3 Ha 2 THXKHI 3aCTOCYBaHHSIM aHTHMIKPOOHHX

TSDKKHX OaKTepiiiHUX > HaTHBHA IJIa3Ma BiJ npenapaTiB y MAaKCUMalIbHUX 033X,

iH¢ekuiii (cencuc, OIM3bKUX POAUYIB TPUBAJIICTH SIKOI [IOBUHHA

MTHEBMOHIsI TOIIO) NEPEBUIYBaTH Y 2-3 pa3u TepMiH

MOKa3aHO BBEJICHHS

NpUAMaHHS [HX [penapaTiB y
JIOJTaTKOBOI JO3H IMyHOKOMIIETEHTHUX TIAIli€HTIB
BBII' » JIIKyBaHHSI CyNyTHbHOI MATOJIOTIL
(ayToiMyHHHX 3aXBOPIOBaHb Ta
OHKOIIATOJIOTIi) 3TiTHO 3
BIJITIOBIIHUMH TIPOTOKOJIAMHU

Jikap-imynonoz (0opocnuit uu Ooumayuii) 3acmocoeye HACMYRHI 0008'A3K08I mMemoou
aikyeanns (cxema 3):

- 3aMmicHa Tepamisg iMyHoryioOyniHamu (B/B, I/II); B CTalii 3aroCTPEHHS XPOHIYHHMX
3axBopioBaHb Ha Tii 3BIJl — B ymoBax craimioHapy, B crTajaii pemicii — B yMOBax JEHHOIO
CTalioHapy

- TpU 3arocTpeHHl OakrTepiiHMX 1H(peKHi — aHTHOakTepiiiHa Tepanisd (aHTHOIOTHKH,
cyib(aHiIaMiJIi TOIIO) 3 BpaXyBaHHSAM PE3yJIbTaTiB aHTUO10TUKOTPaMHU

- aHTubakTepiiiHa Tepamis IHQEKUIHHUX YCKIaJHEHb Yy XBOPHUX 3 IMYHOJIE(IIUTOM,
HPOBOJUTHCS 3 BUKOPHCTAHHSIM MaKCUMaJbHUX PEKOMEHIOBAaHUX /103, TPUBAIICTH K01 B 2-3 pa3u
NEPEBUIILYE TEPMIH JIIKYBaHHS IMyHOKOMIIETEHTHHUX 0C10

- 3a [I0Ka3aMHM NPU3HAYAETHCS IPOTUBIPYCHA, MPOTUTPUOKOBA, aHTUIIApA3UTAPHA TEPAITis

OcHo6HI npunyunu J1iKy8aHHA HA YbOMY emani

OcHogHuii memoo:

- iMyHOr0OYyNiH BHYTpimiHOBEeHHO 0,4-0,8 /KT

-  ONTUMAJIBHHM BBAXKAEThCS JOCATHEHHS piBHSI cupoBatkoBoro I1gG 5r1/m mepen
MMOBTOPHOIO TpaHC(Dy3i€r0

- Y BUINAAKY PO3BUTKY TSDKKMX OakTepiHMX 1H(eKUil (cermcuc, oCTeOMIENIT, CeNTUYHUI
apTpUT) MOKa3aHO BBEACHHS J0J1aTKOBOI 103U BBII'.

Anvmepnamugni memoou (3Ha4YHO TOCTYMAIOTHCS 3a €(PEKTHBHICTIO, BUKOPUCTOBYIOTHCS
TUMYacoBO 3a BiAcyTHOCTI foctyny a0 BBII):

- IMyHOTJIO0YJTiH HOpMaJIbHUH JIFOTUHY JUTSI BHYTPIIIHBOM si30Boro 1 pa3 B 2 TwxHi 0,1 r/kr
(1 mu/kr 10 % pozunny abo 50 mr/kr 1 pa3 Ha 2 THXKHI; OJJHOPA30BO MOYKHA BBOJMTH HE OLIbIIE
20 mi, B omHE Miclie — He OinbIe 5 MII — BEPXHBO-30BHIIIHINA KBaJIpaHT CITHUIl, TEPEIHBO-
JaTepalibHa MOBEPXHS CTETHA);
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- HATWBHA IJIa3Ma Bia Oau3bKuX poaudiB y 1031 10-20 Mi/kr (MOXIUBE TIJIBKH TUMYACOBE
3aCTOCYBaHHS 332 YPr€HTHHMH IIOKa3aMH B CHJIY iX JOBEACHOI HM3bKOi €(EKTHBHOCTI Ta PU3UKY
iH(pikyBaHHs Bipycamu renatutis, BUI Ta iH.).

Hooamkoei memoou:

- anTuOakTepiiiHa Teparis (MPU HaSBHOCTI XPOHIYHUX PELMUINBYIOUNX 1H(EKIIIH) Ha OCHOBI
pe3ynbTaTiB aHTHOI0TUKOTPAaMHU 3 BUSHAUYCHHSM YyTJIIMBOCTI 30y THUKIB 1O aHTUO10THKIB.

- 3a OKa3aMu: NPOTUBIPYCHA, MPOTUTPUOKOBA, aHTUIIPOTO30iHA

- cnenudivHi IMyHOTJIOOYJIIHM — BIJMOBITHO /IO BUSBJICHOTO 30y/IHHKA

- Teparis ayTOIMyHHUX XBOPOO (IMyHOCYIIPECOpH)

- TIpUW HasSBHOCTI MyXJIMH (TOJIIXIMiOTEpaIis 3a BIAMOBIIHIMHU IPOTOKOJIAMH)

- CUMITOMaTHYHa Teparis.

CepenHsi TPUBAJICTh CTAIIOHAPHOTO JiKyBaHHS 18 110, TPOTATOM SKHX TPOBOJAUTHCS
BCTaHOBJICHHS JiarHo3y, miabip mo3u BBII' Ta cxemu jikyBaHHs, cTa0imi3alist 3arajJbHOTO CTaHy
XBOPOTO, SIKUH BUMHCYETHCS 3 HACTYIHUMH PEKOMEHJAIISIMU: TOCTiHA, MOXHUTTEBA 3aMiCHA
Tepamisi KOXHI 3-4 TIKHI; 3a MOKa3aMu: aHTHOAKTepiiHA Tepamis XpOHIYHHX iH(EKIIHHUX
3aXBOPIOBaHb, YCKJIAHEHb 3 ypaXyBaHHSM J03M Ta TPUBAJIOCTI aHTUMIKPOOHUX MpenapaTiB 11010
0COOIMBOCTEH JTIKyBaHHS XBOPHUX HA IMyHOIE(IIUT; JTIKyBaHHS CYITyTHHOI MATOJOT] (ayTOIMYHHOI,
JTOOPOSKICHUX Ta 3J0SKICHUX HOBOYTBOPEHB TOIIO).

Bunucka npoeodumpuca: micis NPOBEACHHS aJeKBAaTHOI 3aMiCHOI Teparmii, JOCSATHEHHS
pemicii XpoHIUHMX iH(EKIii Ta BiACYTHICTH 3aroCTpeHHS ayTOIMYHHHX XBOpoO, cradimizamii
NyXJIUHHUX TPOIeciB. XBOPOMY PEKOMEHJIOBAHO pealiliTaliiiHi 3axoAu Ta JUCIaHCepHE
CIIOCTEPEKECHHSI.

Kpumepii eunucku:

- JIOCSITHEHHs peMicii XpOHIYHUX 1H(QEKIIHHUX 3aXBOPIOBaHb

- piBeHb cupoBatkoBoro IgG He HIKUe 5 1/11 mepe HacTynHo TpaHcdysiero BBITT

- BIJICYTHICTb 3arOCTPEHb ayTOIMYHHHUX XBOPOO, cTal1I13a1ligd MyXIMHHUX MIPOLECIB

- 30epeKeHHs Mpale31aTHOCT], TOKPAIIECHHS SIKOCT1 )KUTTS

Ilicna cmauionapnozo NiKyeanHsa niKap KAIHIYHUWIL IMYHON02 NOGUHEH PEKOMEHOyeamu
amoynamopHe NiKy6aHHa:

- niompumyioua awmubaxmepiiuna mepanis TPU HASIBHOCTI YaCTUX PEUUIUBIB XPOHIUYHUX
1H(}EKIIMHNX 3aXBOPIOBaHb 3 BUKOPUCTAHHSIM aHTHOAKTEpINHUX Ta Cylb(paHIaMiIHUX IpernapaTiB
Ha OCHOBI Pe3yJIbTaTiB aHTUO10TUKOTpaMH

- KOpEeKIisi 103U TPOBOAUTHCS I1HIUBIAYaJIbHO 3aJI€KHO BIJ TOCTPOTH Ta Mepediry
1H(EKIIHHOTO MPOoIIECy

- mepanisi H@eKYitHUX YCKIaOHeHb TPOBOAUTHCSA 3TITHO 3 BIANOBIIHUMHU INPOTOKOJIAMHU
JIKYBaHHS 3 ypaxyBaHHSIM OCOOJMBOCTEH BEICHHS XBOPUX Ha IMYHOAE(IUUT (3 BUKOPUCTAHHSIM
MaKCHUMaJIbHUX PEKOMEHIOBaHMX 103, TPUBATICTh AKOi B 2-3 pa3u NEepeBUILYE TEPMiH JIKyBaHHS
IMYHOKOMIIETEHTHHX 0C10)

- IIKYBAHHA ~ CYNYMHbOI namonocii ayTOIMyHHUX XBOpoO (peBMaTOIAHOrO apTpUTY,
ayTOIMYHHOI TPOMOOIIMTONEHII Ta aHeMil), 3J0SKICHUX HOBOYTBOpPEHb (JIM(OPETUKYIAPHUX Ta
racTpOIHTECTUHAIBHUX MYXJIMH) IPOBOJUTHCA 3T1AHO 3 BIAMOBIAHUMHU POTOKOJIAMH JIKYBaHHS.

Komenmap pooouoi cpynu:

YV bacamvox xeopux cymmegoco 3HudCeHHs uacmomu peyuousyrouux iH@exyit 60acmvcs
docsiemu 3a805KU niOMpuMyoyitl aHmubaxmepiuHit mepanii. «bicenmony
(cynvghamemorcazon/mpumemonpum) € npenapamom udOOpy, Wo XapaKmepuzyemvpcs 3a008LTbHUM
NPOHUKHEHHAM Y MKAHUHU OP2aHi3My HA8IMb 3a 8iocymHocmi 3ananenns. Ilpusnauenns npenapamy
pe2yiapHO WoOeHHO y 0030 2-5 me/ke 3a mpumemonpumom 6 1-2 nputiomu Ha 000y 0038011€
KOHMpOoaosamu iH@ekyitinutl cuHopom y Oinbuwocmi eunaodkie cinocamaznodyninemiu. OcmaHHim
yacom npenapam piOKO NPUSHAYAEMbCA Y OUMAYIU NPAKMUyi AK Nepuioyepeosull 3acib6 npu
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pecnipamopHux ma HWUX IHQeKyiax, mMoMy pOo36UMOK Pe3UCMEeHMHOCMI MIKpOOp2aHi3Mie
Manoumosipnutl. Y oeskux yeHmpax O0as NiOmMpumyrouoi 00820mpusanoi mepanii 3 YCnixom
BUKOPUCMOBYIOMbCA AMOKCUYUILIH, A3UMPOMIYuH. Anmubiomuxomepanis He 3AMIHIOE 3AMICHOT
mepanii BBII, ane oOonosnioe ii y X60pux 3 6aXNCKUMU XPOHIYHUMU BOSHUWAMU THGDeKyil
(6poHxoexmasu mowjo),yacmumu peyuousamu iHgekyii, Ha emani ni0OOPY ONMUMATLHUX 003
3aMiCHOI mepanii' y HOBO BUABNEHUX XBOPUX.

9. MIATHOCTUYHO-JTIKYBAJIbHA TAKTUKA JIIKAPIB BY3bKHX
CIHIEHIAJIBHOCTEMH OO MOHITOPUHIY
IMALOIEHTIB, XBOPUX HA 3BIJ

[Mimxomqu mo0 JiKyBaHHS 1 mporHo3 € jaudepeHiioBaHUME Tpu  pi3HUX  (popmax
rinoramarnoOynineMiid. Han3Bu4aifHO BaXXJTMBUM € MUTAHHS BYACHOI Ta MPAaBWIBHOI 11arHOCTUKH.
3a3Buuail MeanyHa gomomMora xBopuM Ha 3BIJ] € OararompodinpHOIO 3 3aydeHHSIM PI3HHX
CHEIiaiCTIB 3aJIeXHO BiJl ypPaXKEHOT'O OPraHy Yd CUCTEMH Malli€HTa.

9.1. TAKTHKA JIIKAPS ITYJIbMOHOJIOT'A ITIPYM OBCTEKEHHI TA JIIKYBAHHI
XBOPHX HA 3BIJI 3 NIIBUILEHAUM PU3UKOM PO3BUTKY ITATOJIOT'Ti OPTAHIB
TUXAHHS

VYpaxeHHs OpraHiB JMXaHHsA Ta OpOHXOEKTAaTHYHA XBOpoOa HajeXkaTh J0 3arajbHUX PHUC
pizaux I1IJ]. OcoOIMBO YacTO CIOCTEPIraeThCs MATOJIOTIsE OpraHiB quXaHHs B XxBopux Ha 3BIJI, mo
BHMarae TiCHOI Koomnepailii MiX JlikapeM KJIIHIYHUM IMYHOJIOTOM Ta MyJIbMOHOJIOTOM

Pecnipamopni ycknaonennsa imynooepivumy:

- peuuauByro4i OaxTepiiiHi iH¢exuii JereHb, BukiIMkaHi Haemophilus, mHeBMOKOKOM,
Moraxella, Mycoplasma spp.

- OpoHXOeKTa3u

- I'paHyJIbOMH

- nereneBwuii piOpo3

- mM}OITHUM IHTEPCTULIIMHUN THEBMOHIT

- eMIieMa/adcrec

- emdizema

Jna xeopux i3 nedocmammuicmio T-kaimunnoi namku IMyHHoi cucmemu Ha mii
2inocamaznodyninemii xapaxkmepni: 1HQEKUIl AMXAIPHUX UUIAXIB, BHUKJIMKaHI aTUIOBUMHU
MIKpPOOpraHi3MaMH, IMTHEBMOIIUCTAMH, IITMTOMETAIOBIPYCOM, TYOEpKYJIbO3HOI TMAaJIMYKOI Ta
aTUIIOBUMH MIKOOAKTEpisIMH, a TAaKOXK IpuOKOBI iH(ekii, BUKiInkaHi Aspergillus, kananao3u.

OxpiM IILOTO, MOKJIMBHI PO3BUTOK TPAHYIIbOM JIET€Hb, ITHEBMOTOIIEIIE, EKCTPAHOIYISIPHUX
B-kmiTHHHUX JTiIM(OM 3 JIOKAIi3alli€l0 B JIETCHSX.

Kpumepii koncynomauii nynomononoza:
1) mporpecyBaHHs pecripaTOPHUX CUMIITOMIB, SIKi CTAlOTh pepaKTSPHUMH 10 JTIKYBAHHS;
2) HasABHICTh CHMITOMIB, 1110 BKa3yIOTh Ha 3JIOSKICHUN TIPOIIEC;
3) OpOHXOEKTa3H.

Ilepwiouepzogi oocnioricennsn:
1) MmikpoOioJOTiYHI JOCHIIKEHHS XapKOTHHHS Ha BUSBJICHHS OaKTepiid i MiKoOaKTepii;
2) creriaabHi TECTYBaHHS Ha HasIBHICTH BIPYCIiB Ta aTHIIOBUX MIKPOOPTaHi3MiB;
3) pentreHorpadis oprais rpyaHOT KIIITKH,
4) (yHKIIOHATBHI JOCTIIKEHHS JIETEHb (3a MTOKa3aMHu).
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Xeopi 3 Oponxoekmazamu 6 06068’°A3K060MY ROPAOKY NOGUHHI ChOCMEPIZamMuUcs JiKapem
HYbMOHON020M, A MOHIMOPUHZ IX 3AX60PIO6AHHA NOGUHEH GKIIOUAMU:
- MOHITOPHMHTOBE OOCTE)KEHHSI B KJIIHIIII;
- IOpiYHE AOCTIHKEHHS (YHKIIT JIETCHb;
- 06asoBa KT sierens (IOBTOPIOETHCS 32 KIIIHIYHUMHU TIOKA3aHHSMHN ),
- MIKpOOIOJIOTi4HI JOCHTIHKEHHS.

Beoennsa nauyicumie nosunno exnrouamu:

- CBO€YACHE JIIKyBaHHS IHTEPKYPEHTHHX IH(EKIIH 3a JIOMOMOTOI AaHTUOIOTHKIB TCISA
MIPOBEICHHS MIKPOO10JIOTIYHX JAOCIIIKEHb MPOTAroM MiHiMyM 10 aHiB;

- BHU3HAYHUTHU JOLUIBHICTH MPO(MITAKTUYHOTO 3aCTOCYBAaHHS aHTHO10THKIB;

- CYMICHO 3 TOpakaJbHHUMH XIpypramy BU3HAUYUTH MOXJIMBICTH Ta HEOOXIAHICTH PE3EKIii
OpOHXOEKTA31B JIETEHB Y MAIIEHTIB 13 JIOKAJi130BaHOIO (POPMOIO 3aXBOPIOBAHHS,

- (izioTepaneBTUYHI MPOLEAYPH OpPraHiB rpyAHOI KIITKA — APEHAXHUM Macax, 1HTajsmil
aHTHOaKTepiabHUX MPerapariB, OPOHXOIITHKIB TOLIO.

Taxmuka nikapa ny1smMoH0102a RPU HAAGHOCMI 6 NAUIEHMA NIMPOIOH020
IHmepcmuyiitH020 NHEeeMOHINLY

VY marieHTiB HEYacTo, OJJHAK MOXe pO3BUHYTHCS Audy3Ha nimdoruTapHa iHdineTpaiis abo B
JereHsix, abo B iHTepcTHIii, 200 TPaHCOPOHXIAIBHO.

Jlocnioxcenns, AKi HeOOXIOHO npPoeecmu MaKuUM NAUIEHMAM:

1) penrtrenorpadis opraHiB rpyaHoOl KIITKH;

2) UMTOJIOTIYHE AOCIIKCHHS XapKOTUHHS (MOXKJIMBA €03UHODLTIs);

3) Oponxockomis 3 OiomCi€r0 CIU30BOi OpoOHXIB (sIK TpaBwio, noMminywts T- i B-
aimbonuTapHi 1HQUIBTPAaTH; NPU AOMIHYBaHHI B 1H(UIBTPATI OAHOrO THUIY KJIITHH HEOOXITHO
BUKJIIOUUTH 3JI0SIKICHUH MTPOIIec);

4) MiKpoOiOJIOTiUHI Ta IUTOJOTIUHI JOCTIKEHHS OpOHXOJETCHEBOr0 JIaBaXy 3 METOI0
BUKJIIOUEHHS 1HQEKIIHHNX 30y IHUKIB.

Beoennsa xeopux

[Tamientu 3 qudy3HoIO JiMpOUHUTAPHOIO 1HIIBTpAIEI0 0€3 aleKBaTHOT Teparii CTaHOBIATh
rpyny pu3uky monao ¢opMyBaHHS 370sKiCHOI TpaHchopmarii (peaktuBHi niMpomu). Jeski
NAIIEHTH, SIK IPaBUIIO, TO3UTUBHO PEAryloTh HAa CTEPOiHY Ta aHTHOAKTEPIHHY Teparito. Y NesIKhX
NAIli€HTIB BUSABIAIOTHCSA €PEeKTUBHUMU [IUKJIOCTIOPUH Ta 1HINI IMyHOCYIPECHBHI Npenapary.

Takmuka nikapa ny1bmMon0102a npu HAAGHOCMI 6 nayicHma
IHMPaAmopaKaIbHUX ZPAHYIbOM

Ha pentrenorpami abo Ha KT npuxoBaHi iHTpaTOpakajbHI JIET€HEBl TiHI Bi3yalli3ylOThCS B
MAIli€HTIB HE 3aBXAMU. Y JeSIKUX 3 HUX yepe3 5-15 pokiB po3BUBAETHCS JIiM(poMa.

Oocmedrcenns, AKi HEOOXIOHO nPoeecmMuU MAKUM NAUIEHMAM:

1) s3aranpHMIi aHANI3 KPOBI;

2) peHntreHorpadis opraiB rpyaHOT KIIITKH,

3) mpu MOKJIMBOCTI JUIS TATBEPKEHHS A1arHO3y MPOBECTH OIOTICIFO JIETeHi,

4) BUKIIOYUTH 1H(EKUIHI NPUYMHH PO3BUTKY TIPaHYIbOMH (IIPOBECTH iJCHTHU(IKAIi0
MmikoOakTepiit, EBV Ta iHmmxX iHQeKuifHuX MIKpOOpraHi3MiB, BHUKOPUCTOBYIOUM BHU3HAYEHHS
cnenudiganx aHTUTLI Ta Bu3HavyeHHs [IHK 30ynaukiB metogom [1JIP;

5) mpoBecTH audepeHIIiiHy JiarHOCTHKY 3 XBOpo0Ooro Yirnia.

Beoennsa nayicumis:
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1) 3acrocyBaHHS BIIHOCHO HU3BKHX 103 TTIOKOKOPTUKOIIIB A€ MO3UBHUN €PEKT y XBOPHX 3
rpaHyJIbOMaMH JIETCHb,
2) 000B’SI3KOBHII MOHITOPUHT Ha HASBHICTB 3JIOSIKICHOTO HOBOYTBOPEHHS.

9.2. TAKTHUKA JIIKAPSA I'ACTOPOEHTEPOTI' A IIPU OBCTE’KEHHI TA
JIKYBAHHI XBOPUX HA 3BIJ 3 HIIBUINEHUM PU3UKOM PO3BUTKY
HNATOJOI' HVTYHKOBO-KUILIKOBOI'O KAHAJTY

o ocnoenoi namonocii ILIKT nanesxcams:

e [IInynkoBo-kumkoBi iHdekii (C. difficile, Salmonella, Campylobacter, nsmo6mii);

e Hecrieuudiuauii komir;

¢ BysnioBa niMmoinHa rinepruiasis KUIIKIBHHUKA,

e ATpodiuHull TacTpUT;

e 3n0sKicHI ManirHizamii (JJiMmpoma, KapIuHOMA UTYHKA);

e HapnmumkoBuii 6akTepiiHUMA PicT MiKpOMIOpH KHIIKH,;

¢ BupaskyBaHHs B pOTOBii TOPOKHUHI,

o [leniakomoniOHMIA CHHIIPOM;

e [lopymieHHs: BCMOKTYBAaHHS, pE3YJIbTaTOM YOT0 CTAlOTh OCTEOMAJIAIil, TiNOBITaMiHO3,
O1IKOBO-CHEPTeTHYHA HEIOCTATHICTb.

Hayienmu 3 3BI/] i3 nedocmamnicmiwo T-nimgpoyumapnoi nanku imMyHHoi cucmemu €
2pynoio pu3uKy w000 po3eumky nacmynuux ypaxycens LLIIKT:

e [11yHKOBO-KHMIIKOBI 1H(EKIiT, BUKIMKaHI ONOPTYHICTHYHIUMHU MIKpOOpPTaHi3MaMH, B MEPITY
yepry nuromeranosipycom (CMV) i KpunTocnopuaisimu,

e HeilipoeHTOKpHHHI YXJIUHH.

Hauyienmu 3 epanynemamosnumu ypaxricenuamu IIIKT € zpynoro puzuxy uio0o po3eumky
HACMYNHUX CMAHIE'

¢ 3ananbHi 3aXBOPIOBAHHS KUIITKIBHUKA PI3HOTO TEHE3Y;

e OOcTpykKIIis nuryHKa. PO3BUTOK KMIIKOBOT HEMPOX1AHOCTI.

Iepenik nocmiJKeHb, sKI MOBUHEH PEKOMEHAYBaTH I'acTPOEHTEPOJIOT Malll€eHTaM 3 Jiapeero
Ha TJT1 3araJIbHOTO BapiabenbHOTo IMyHOIePIIUTY:

1) oOcrexeHHs Ha HAasBHICTH iH(EKMLiH (MIKPOCKOMIs 1 KyIbTypasbHi TOCIIKEHHS 3pa3KiB
Kaiy)

2) Oiomcis  CIM30BOI  KUIIKA TOPOBOAMTHCS B pa3i  HEOOXIJAHOCTI  OTPUMAaHHS
TiCTOTATOJIOTIYHUX 3Pa3KiB.

3) KpUNTOCHOPHII03 HEOOXITHO BUKIIOYHUTH B MAIIEHTIB 3 MEPBUHHUMH IMyHOAE]IiIUTAME
3a TYMOPaJIbHIUM THUIIOM;

4) nmoCHiKEHHS TPUYMHHOTO aHTUTeHy 3 BukopuctanHsMm [LJIP (mpoBoautbes mpu
HEOOX1THOCTI);

5) oOctexxeHHS Ha MaibaOCOPOIII0 MPOBOJAMTHCS B MAIEHTIB i3 CTIHKOK MEPCUCTYHOUOIO
Jllapecro;

9.3. TAKTHUKA JIKAPA PEBMATOJIOI'A IIPU OBCTEXKEHHI
TA JIIKYBAHHI ITAINIEHTIB, XBOPUX HA 3BI/l 3 IIIBUIIEHUM PU3UKOM
PO3BUTKY AYTOIMYHHUX 3AXBOPIOBAHb

Y navienmie i3 3BI/] moxce cnocmepizamuca HacmynHi aymoimMyHHi 3aX60PI06AHHA:
1) PeBmatoinHuii apTpuT
2) CucTeMHHMI YepBOHUI BOBYAK
3) Cungpowm lllerpena
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4) CucteMHHMii BaCKYIIT (KpiOrao0yniHEeMiYHHIA, TeMOpariYHu )
5) Jepmaromio3ut

Haiiuactime B marmientiB 13 3BIJl cmocrepiraerbcs peemamoioonodionuii apmpum. Sk
NPaBUJIO, Y XBOPUX HA MEPBHHHI IMyHOAE(IIUTH BUKOPHCTOBYIOTh TEPMIH PEBMATOiOIONIOHHIHA
apTpUT, a HE PEBMATOIAHMNA AapTPUT, OCKUIBKM MEXaHI3MH iX PO3BUTKY ICTOTHO pPI3HSITHCS.
[TomupeHicTh ayTOIMyHHHX 3aXBOPIOBaHb CTaHOBHUTH 3-5% cepen xBopux Ha 3BIJI. Ilamientn
CKapXKaTbCsAd Ha OUIb 1 MPHUIYXJIICTh CYINIOOiB, OCOONMBO BpaHIN (BEMUKHX 1 APIOHUX CYIIIOOiB
KACTEH pYyK, CTOIHM), PAaHKOBY CKYTICTb. XapaKTepHa CHMETPUYHICTh YpPaXXEHHS CYIJI00iB,
PEHTICHOJIOTIYHO — OCTEONOPo3 1/a00 epo3ii.

Jlo JiarHOCTHYHUX KPUTEPIIB cucmemHnozo uepeonozo eosuaxka (M32) Hanexarb:
BOBUYAKOBHI MeTeNUK, (pOoToCEHCHO1TI3allis, BUPA3KH CIM30BOI HOCA 1/a00 HOCOTJIOTKH, apTpHUT 0e3
nedopmarii, TIEBpUT 1/ab0 MepuKapAMT, MPOTEiHypis abo IMMIIHAPYPisA, MCUX03 abo CyaoMH,
TreMOJIITHYHA aHeMis 1/a00 JIeiikomneHis, abcoJIFoTHA JIIMQOTICHis.

Jlo niarHOCTHYHHX KpuTepiiB cundpomy Illezpena BimHOCATHCS: KcepodTanbMis («cyxe
OKO»); KCEepOCTOMisl («CYXHM pPOT») 3 PO3BUTKOM XPOHIYHOTO MapOTUTy, CTOMATHUTY, Kapiecy;
BUPaXEHA CYXICTh IIKIpW; OTHT MpPHU YPaKCHHI €BCTaxi€BOi TPyOH, CHHYCHTH; YPa)KEHHS MiXBH —
cBepOiXK, OlIb; OpPraHiB AMXaHHS — TPAXCOOPOHXITH; MUTYHKOBO-KUIIKOBOTO KaHAIly — aTpo(iuHui
racTpUT 3 CEKPETOPHOIO HEIOCTATHICTIO, TINMOKIHETHYHA IMCKiHE3is >KOBUOBHMBIIHHMX IUISXIB,
MAHKPEATUT; HUPOK — TIIOMEPYIOHEPPUT; KPOBOHOCHUX CYIUH — cHUHApoM PeiiHo; nepudepudnoi
HEPBOBOI CUCTEMH — NOJIHEWPOIIaTii, HEBPUT JIMIIEBOTO, TPIHTHHYHOTO HEPBY.

V narienris, xBopux Ha 3BI/], HaifuacTiie po3BUBAIOTHCS 6ACKYIiMU:

d) eceHIlaJbHUN KPIOrJIOOyNiHEMIYHHI BacKyJIiT — BacKyJiT 3 BIAKIAJACHHSIM IMyHHOTO
KpIOTJI00y iHy; ypaKeHHS KamuispiB, BeHyn abo aprTepios; MOB’sA3aHUA 3 KpiOTJIoOyldiHAMU
CHPOBATKH KPOBI; YacTO YPaKa€TbCs IIKipa Ta KIyOOYKHM HHUPOK; XapaKTEpHI: peruIuBYyrOUYa
NypIypa, sika NajibIlyeTbCs, MOMIapTPaAITis, IIOMEPYIOHEPPUT.

b) nypmypa Illennsitna-I'enoxa — BIAKITaCHHS IMyHHHX KOMIUIEKCIB, ce€pell AKUX JIOMIHYE
IgA, ypaxeHHs KamuisipiB, BeHYJ1 ab0 apTepioy; XapakTepHE YPaXKEHHs WIKIpW, KHUIIKU Ta
KIIyOOUKIB HHPOK; XapaKTepH1 apTpairii abo apTpuT; mypmypa, Oulb y KHBOTI, KpOBOTe€uYa 3
IITYHKOBO-KHUIIIKOBOT'O KaHaJy, TJIOMEPYJIOHE(PPHT.

VY nanienTiB, xBopux Ha 3BIJl, MOX1IHMBHUI PO3BUTOK depmamomiozumy, 10 A1aTHOCTUYHUX
KPHUTEPIIB SIKOTO HAJIEXKATH!

OcHnogni:

1) ypakeHHS MPOKCUMAJIBHUX M'31B KIHIIIBOK, LIHI;

2) XapakTepHe YpaKeHHs WIKipH: mepiopOiTambHUN HAOpSK 1 JIJIOBA epUTeMa — CHHAPOM
«OKYJISIPIB», TEJ€aHT10eKTa3ii, epuTeMa Ha BIAKPUTHX AUISHKAX TiJa;

3) rinepdepmenTemii (migBUIIEHHS KpeaTnHpOCcHOKIHA3H, allb0Ta3H, TpaHcaMiHa3 OiIbIe
Hix 50% Big HOpMH);

4) enextpomiorpadivHi AaHi;

5) xapakrepna mnatomopdororiss mpu Oiomcii M'S3iB (mereHepariis, HeKpo3, O0azodiis,
3anainbHi 1IHQUIBTpaTH, Pi0pO3).

Jlooamkogi: KanbITuHO3; qucdarisi.
Hiazno3 0ocmogipnuii: pu HassBHOCTI 3 OCHOBHUX KPUTEPIiB a00 NpU HAsIBHOCTI 2 OCHOBHHUX

12 TOAaTKOBUX KPUTEPIIB.

Ilepenik 0ocnioxcens, AKi NOBUHEH 3a0e3neuumu peemamaoioz npu ni0o3pi Ha AymoiMyHHI

3aX60PI0GAHHA:
1)  3aranpHwmii aHami3 kposi, [IIOE
2) CPII

3) pesmodakrop (PD)
4)  anTuHykieapHi antutiia (AHA)
5)  awntwrina o ognocmipansHoi JIHK (ADNA-1)


http://ru.wikipedia.org/wiki/%D0%9A%D1%81%D0%B5%D1%80%D0%BE%D1%84%D1%82%D0%B0%D0%BB%D1%8C%D0%BC%D0%B8%D1%8F
http://ru.wikipedia.org/w/index.php?title=%D0%9A%D1%81%D0%B5%D1%80%D0%BE%D1%81%D1%82%D0%BE%D0%BC%D0%B8%D1%8F&action=edit&redlink=1
http://ru.wikipedia.org/wiki/%D0%A1%D0%B8%D0%BD%D0%B4%D1%80%D0%BE%D0%BC_%D0%A0%D0%B5%D0%B9%D0%BD%D0%BE
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6) antuTtina no aeocmipansHoi JTHK (ADNA-2)

7)  aHTHUTINA 10 HUKIIYHOrO 1UTpyaiHoBoro mentuay (A-CCP)

8)  aHTHTINIA 10 HUTPYJIIHOBOTO BIMCHTUHY (Sa-aHTHICH)

9)  aHTHTIIA 10 SACPHOTO AHTHICHY Sm

10) anTHTIIA 10 TiCTOHIB

11) anmTHCcTpenTomizuH-O

12) anTtu-SS-A/Ro (anTHTina a0 noginentuais 3 Ro-saepaoro PHK)
13) anTu-SS-B/La (antHTina 10 aHTUreHy (hocdompoHoBOro koMmiuiekcy 3 Ro-saepuoro PHK)
14) antu-RNP

15) miosuTcnenudiuHuX aHTUTLI — aHTU-JO- 1, anTn-Mi-2, antu-SRP
16) anTudoCchominiaHI aHTUTLIA

17) kpearundocdokinasa, aapaonasa (M MmiI03pi Ha JEPMATOMIO3HT)
18) koarymorpama

19) kpiornoGymiHu

20) C3 KOMITOHEHT KOMIUIEMEHTY

21) umpkysmoroui imynHi komrutekcH (111K)

22) cianomerpis, cianorpadis

23) OGioricist MIKipHO-M’S30BOT0 JIOCKYTY

24) PeHTIreHOJIOTIYHI JOCIIHKCHHS YPaKEHOTO CYTriio0y

25) enekTpomiorpama

Takmuka 6e0eHHA MAKUX X6OPUX:

1. KoHcynbTaris Jikaps peBMaToiora.

2.3acTOCyBaHHSl TIJIIOKOKOPTHKOIIIB Ja€ TO3MBHUH €(EeKT y XBOpUX 3 ayTOIMYHHUMHU
3aXBOPIOBAHHIMH.

3. Ilpu HEoOX1AHOCTI BUKOPUCTOBYIOTH Ipenapatu 6a30Boi Teparii

4. 3acTOCOBYIOTH CUMIITOMATUYHY TEPaIliio, HECTEPOiHI MPOTU3aNalIbHI IpernapaTH

5. O00B’3KOBHI MOHITOPUHI Ha MapKepu ayTOIMyHHHMX 3aXBOPIOBaHb (KOHTPOJb 3MIHEHHX
MOKA3HUKIB Ha [0YATKY JIIKYBaHHS) KOXKH1 6 MICSLIB.

OnHOYaCHO MAlliEHTH NOTPeOYIOTh BUCOKOA030BOi 3aMiCHOi Tepamii iMyHOTJIOOyJiHaMH,
OCKUIbKM TIPU3HAYEHHsSI IMYHOCYNPECUBHUX IpernapaTiB y LMX MAalli€eHTIB MOB’S3aHE 3 PU3UKOM
JeKkoMIteHcanii iH(eKIiHHOro CHHAPOMY

9.4. TAKTHUKA JIIKAPSA I'EIIATOJIOT'A ITPH OBCTEXXEHHS TA JIIKYBAHHI
IMAIIEHTIB, XBOPUX HA 3BI1/ 3 HIIBUIIEHUM PU3UKOM PO3BUTKY
HATOJOI HUTYHKOBO-KAIIIKOBOI'O KAHAJTY

[amienTn 3 nepBMHHUMH iMyHonedinuTamu, B T.4. i3 3BIJl, € rpynowo pusuky po3BUTKY
ATPOT€HHUX 3aXBOPIOBAaHb (1H(IKYyBaHHS, COpUYMHEHE TpaHCPY31MHUMU 1HQEKUISIMH) Ta 1HIIUX
3aXBOPIOBAaHb renaTo-01uTiapHOi CHCTEMH.

Bioomi nacmynni xeopobu zenamo-oiniapnoi cucmemu acoyiiiogani
3 npenapamamu Kpoei:
BipycHMii renatut C, B, iHIIII BipyCHI renaTtuTH
LIUTOMETaNOBIpyCHa 1H(DEKIIis
BUI-indexris/CHI/
MaJtsIpist
cudinic

orwdPE

[ImaHoBMII MOHITOPMHI BCiX TAI€HTIB, IO OTPUMYIOTh MPOAYKTH KpPOBI TOBUHEH
MIPOBOJIUTUCH BIJMOBITHO J0 MPOTOKOJIB IIO0 3aMICHOT IMYHOTJIOOY/IiHOTEparii (3armic HOMepiB
napTii NPOAYKTIB KPOBi, MOHITOPUHIOBE BU3HAYEHHS (YHKIIi MEUiHKU, MOBEPXHEBOTO AHTHIEHY
renatuty B 1 mpoBemeHHs mojiMepaszHoi saHmporosoi peakmii (ITJIP), 3 Meroro imeHTtHdikamii
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JHK/PHK in¢ekuilinux 30yanukiB. CupoBaTKy XBOpOro, 3a0paHy AJsl JOCITIJKEHHS, HE0OX1THO
TpuBajo 30epiraTd B 3aMOpPOKEHOMY cTaHl B mpoOipkax tuny «Enenmopd» (ans
PETPOCTICKTUBHOTO TECTYBAHHS).

VY Bunangky miasumieHHs AJIT/I'TT (B aBa pasu 1 Oulblie 3a BEPXHIO MEXY HOPMH) IpHU
IPOBEICHHI J1BOX OOCTEXEHb 3a YMOBH IPaBWIBHOTO 3a00py, 30epiraHHs, TPaHCHOPTYBAHHS
(BIACYTHICTh TEMOJI3y, Jimigemii, OakTEpiiHOTO POCTY TOIIO) MOXKHA JIyMaTH TPO MOXKIIUBE
BipycHe iH(}piKyBaHHA. B TakoMy BUMaIKy HEOOXiJHO SKOMOTA IMIBHJIIIE OOCTEKHUTH KPOB IMaIli€HTa
Ha HasBHICTH moBepxHeBoro antureHy (HBsAg) remaruty B, a takox BusiBnenns PHK BI'C
meTosoM [TJIP abo mpoBecT Oyab-sKi 1HII BiAMOBIAHI TOCIIKCHHSL.

VY Bunaaxy CHiBmaaiHHSA HOMEpa NapTii TpaHCHy31MHUX MPOAYKTIB KPOBI, MICIIS NEpeIIMBaAHHS
SKMX X04a O B OJHOTO YW B KITbKOX MAI[I€HTIB BUSBUINCH 3HAYYII KIIHIYHO-TAOOPATOpHI
BIIXWJICHHS, HEOOXIJTHO OOCTEKHMTH YCiX IAI€HTIB, SKI OTPUMYBAIM IpernapaTd KpoBi Ili€i
cepii/HoMepa maptii. OKpiM IIbOT0, HEOOX1THO BKUTH TEPMIHOBUX 3aXO/IB 11010 BUSBICHHS 1HIITHX
MAIiEHTIB 3 TPYNU PU3UKY Ta BWIYYHUTU IpenapaT BKa3zaHOi cepii 3 NiKyBaJlbHHX 3aKjajiB i
CIOBICTUTH TPO II€ y BiJNOBITHI iHCTAHIII].

Moostcnueuii po3eumok iHWUX 3AX60PI0GAHL 2enamo-0iniapHoi cucmemu, acoyilo6anux 3
iMyHnooeiyumamu:

» iu¢ekmii, B T.4. remarutu B, C, iHmoi Bimomoi (manpuxman, EBV, CMV) ta
HEBCTaHOBIIEHOT €T10JIOT1{

» TpaHyJbOMH NEUiHKU

» KPHUIITOCIOPHIi03

» CKJICPO3YIOUHA XOJAHTIT

> BIITOPrHEGHHS TPAHCIUIAHTAHTY B XBOPUX, SKHUM Oylla MPOBEJCHA TpaHCILIAHTAIlis
KiCTKOBOT'O MO3KY

» nimdoma/iHi 3T0SKICHI MyXJIMHHU TeYiHKH, )KOBYHOTO MiXypa YH MPOTOKIB

Ilepenik 0ocnioscenn, AKi NOGUHHA 3a0e3neuumu 2enamooZiuna ciyxicoa.

nocaimkenHs ¢GyHkuii nedinku (611pyOiH, AJIT, ACT, I'TT Tomro)

KoaryJorpaMma

CPII

MiKpOO10JIOT14HI JOCTiIKEHHS

MmapkepH BipycHux remnatutiB (BI'C-I1JIP, HBsAg Ta i1 jociiiykeHHs 3a OKa3aMu)
JOCTI/PKEHHsI Kally Ha HasBHICTh KPUIITOCHOPHIINA (3a MOKa3amu: iaeHThdikallis
a"tureny ta [IJIP-tectn)

KOHCYJIbTAIIIl BIPYCOJIOTIB / MIKPOO10JIOTIB Y HACTYITHUX BUIIAAKAX:

® [IpH MiJ103p1 HAa MyXJIMHU NEYIHKU — alb(a-PeTonpoTeiH;

® IHCTpYMEHTAJIbHI METOIU JOCITIKEHHS (32 TIOKa3aMH )

9.5. TAKTHUKA JIIKAPSI OHKOJIOTA/TEMATOJIOT' A ITPU OBCTE)KEHHS TA
JIKYBAHHI TAHIE€HTIB, XBOPUX HA 3BI/]

Y nauienumie na 3BI/] icnye nioeuwenuii pusux po3eumky 310AKICHUX NYXTAUH:
- miMd¢omu, nepeBaxxHo B-kiaiTuHHI

- paK IUTyHKa

- HEWpOEHJIOKPUHHI MyXJIUHU

- neiko3 (oco6muBo T-KITiTHHHUT)

- pak MOJIOYHOI 3aJI03U

- MeJaHOMH

- 1HIIKX JIOKaJTi3arii

Oonax, npu 3B/l nimghonponichepamusni npoyecu morxcymop Oymu ne 310AKiCHUMU:
- nmiMoigHUI IHTePCTHIIIIHNUI THEBMOHIT
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- HEKa3eO03HI rPaHyILOMHU
- IUTYHKOBO-KHIIIKOBA JIIM(OITHA Tinepriia3is

Moosicnuea KniHiuHA CUMRIMOMAMUKA:

- CrTiiika mepcucTyroyda JiMdaaeHomaris

- eKcTpaBy310Bi JiMdonpomidepanii (mKipa, KUIIKIBHUK, JIET€HI, SKI YTPUMYIOTHCS OLbIIe

3-X THKHIB 0€3 OYEBUTHUX IPUYMH)

- I[IIBHIIEHA IMITIMBICTH BHOYI

- BTpara Macu Tijia

Jliama3oH IOCIIPKCHb MMOBMHEH BU3HAYATHCS I1HIWBIIYaTbHO IS KOHKPETHOTO TMAaIli€HTA.
[Ipyn migo3pi Ha 3J0SKICHUNA TPOILIEC MOHITOPUHT MaIlieHTa MPOBOASTH BIAMOBIAHO J0 BHUMOT
HaIlOHAIBHUX POTOKOJIIB.

TI'emamonociuni oocnioycenns:
- 3araJbHHIA aHaJli3 KPOBi
- 010XiIMIYHI JOCTIIHKEHHS KPOBi
- (byHKIIT HUPOK 1 MEYIHKU
- C-peakTUBHUI NPOTETH
- JOCIHIDKEHHS (PYHKIIT Ta aKTUBHOCTI JTIM(OIIUTIB
- IMYHOJIOT14HI TOCIi/KeHHS (32 TOKa3aMH)
- CEpOJIOTiYHI Ta MOJEKYIAPHO-TeHeTUYH1 AociiakeHHss EBV
- JIaKTaTACTiAPOTeHAa3a
- IpoTeiHoTrpama
- 2 mikporioOyminu
- enekTpodopes cedi
- JIOCIIIJIKEHHS KICTKOBOTO MO3KY
- TIPOBEJICHHS JIOAATKOBHX TECTiB, HEOOXITHUX i BepHudikaiii mimpom
- TICTOJIOTIYHI JOCHI/DKEHHS OlonTaTy JiM¢paTUYHOrO By3Jla YH JIMQOIJHOI TKaHUHU
eKCTpaMeTyNIIPHOL TUTSTHKU
IMYHOTICTOXIMIYHI JOCIiI)KeHHS (3a TOKa3aMHu)

Incmpymenmanvui oocnioyicenns:

- V3]0

- KT

- MPT

- 1HII AOCTIHKEHHS (3@ TTOKa3aMH )

Bipyconoziuni docnioxncenna:

- BusBJIeHHs creuudiyHux aHTUTL KiaciB IgM 1 IgG no anturenis CMV, EBV, Bipycy
repriecy JOauHH 6 1 7 TUTIB

- ToiiMepasHa JaHIorosa peakuis mis inentudikanii JHK EBV, CMV, BI'JI-6/7

9.6. TAKTHUKA JIIKAPA O®TAJBMOJIOT A 1P OBCTEKEHHI TA JIIKYBAHHI
IMAHOIEHTIB, XBOPUX HA 3BI/J 3 HIIBUINEHUM PU3NKOM
YPAKEHHSA OPTAHY 30PY

Y nauieumie i3 3BI/] mosice cnocmepizamucsa HacmynHa 0pmanbmMo102iYHA NAMON02IA:

1) iHdexuiiH1i KOH' TOHKTHBIT

2) cyxicTh KOH IOHKTHBH Ta cuHapom lllerpena

Haituactime B mamienTiB i3 3BIJl cnoctepiraerscst iHeKUiHHUN KOH'TOHKTHBIT, TPUYUHOIO
SIKOTO 3a3BHUYal € reMo(UTbHA MTAaJTUYKa, 1HO1 — 30JI0THCTHH cTadiIOKOK UM iHIIa (iopa.

[MommpeHicTh 1HPEKIIHHOTO KOH IOHKTUBITY cTaHOBUTH 10-25% cepen XBOpHX 3 Oyab-sIKOIO
dopmoro ITI1, B T.u. i3 3BIJ. [lamienTn ckapkaTbcs Ha 37MUNAHHA odel (0coOmmMBO BpaHill). Ak
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npaBUiIoO, TNepedir XBOpoOW Jerkuid, OJHAK Yy MACSIKMX TMAI[ieHTIB PO3BHBAETHCS XPOHIUYHE
MTOIIKO/PKEHHSI POT1BKH.

VY nmamieHTiB 3 TOPYIICHHSM KHIIKOBOTO BCMOKTYBaHHs/miapeero Moxe OyTu nedinut
BiTaMiHy A, 110 € TMIAIPYHTSAM JIJIsl BAOKKUX aICHOBIpYCHUX 1H(EKI[iH poriBku. Taki mamieHTH 100pe
BIJIMIOBIIAFOTH HA 1H EKIIHHY TEPAITii0 BiTaMiHOM A.

[Mamientn 3 nedexramu T-KITITUHHOI JTAHKH IMYHHOI CHCTEMH € TPYIIOK PU3HKY PO3BUTKY
OTIOPTYHICTUYHUX 1HQeKHii, Hampukian L[[MB-perunit, repnecBipycHa iH(EKIis, BUKIMKaHA
Bipycamu mpocTtoro reprecy 1/2 ta 3-ro Tumis.

Ilepenik docnioxcens, AKi NOBUHHA 3a0e3neuUumu 0PmaibmMociuna cayxcoa.
e bakrepiiiHi JOCTIUKEHHS O(TaTbMOJIOTIYHHUX 3IMIKPAOIB Ta BU3HAYCHHS YYTIUBOCTI IO
aHTHO10THUKIB

Takmuka éedeHHs 1 MAKUX X6OPUX:

SIKIIO CUMITOMH KOH FOHKTHBITY MPHUCYTHI MEHIIE, HDK 5 JHIB HEOOXiJHO MPU3HAYUTH Ha 7
THIB Tepamilo TOMIYHUM XJIOpaM(peHIKONIOM. SIKIIO CUMOTOMHU KOH IOHKTHBITY YTPUMYIOTHCS
JIOBIIIC, HE3BAXKAIOYM Ha TMPOBEJICHE JIKyBaHHS, MOTPIOHO 3BEPHYTHCH N0 MiKpoOioyiora mis
MpOBeJCHHS OaKTepiHHOrO aHai3y.

3eepmamucsn 3a 00n0OM02010 00 NiKapsa ohmanbmonoza HeoOXiOHO 8 HACMYNHUX 6UNAOKAX:
- HasBHICTH CTIHKMX CUMIITOMIB, HE3BaXKAIOUU HA MTPOBE/ICHE JIIKYBaHHS

- HasBHICTH YaCTUX €Mi30/1iB KOH'TOHKTUBITY

- HepedpakuiiiHi HopyIeHHS 30py (HOBHIl €1mi30,1 a00 MOTIPIICHHS)

- CyXICTb O4Y€i Ta CyXHil CHHIPOM.

9.7. TAKTHUKA JIIKAPSA EHAOKPUHOJIOI'A ITPU OBCTEKEHHI TA
JIKYBAHHI TAHIE€HTIB, XBOPUX HA 3BI/I 3 IIIBUIMEHUM PU3NKOM
PO3BUTKY MATOJIOI'Ti EHTOKPUHHOI CUCTEMHU

Y nauienmie na 3BI/l moixnce cnocmepicamuca nacmynna namonozia eHOOKPUHHOU
cucmemu:1) ayToiIMyHHUI THpeoinuT; 2) xBopoba I'peiisca.

[TommpeHicTh ypakeHHS! €eHIOKPUHHOI cucTemMu y XxBopux Ha 3BIJl cranoBuTh 61113bK0 5%.

JIlarHOCTUYHUMU KPUTEPISIMU  aymoimynnozo mupeoioumy (AlT) y niTeil, OAMITKIB 1
JOPOCIUX CIiJ] BBAXKATH CYKYITHICTh HACTYITHUX O3HAK:

- 30unblIeHHS 00’eMy IIUTOMOMIOHOI 3amo3u Oinmbire, HiX Ha 97% BiA HOPMATUBHUX
3HA4YeHb JUJIS JTaHOTO BIKy 1 cTaTi (3a HopmatuBoM BOO3 2001 p. — 3 po3paxyHKy Ha TUIOILY
MOBEPXHI TiJa);

- HAasBHICTH aHTHUTLI JI0 TUPEOiTHOT MEPOKCHAa3H a00 MAaKPOCOMAIBHOI (hpaKIlii;

- XapakTepHI YIbTPa3BYKOBI 3MIHH CTPYKTYPH IIUTOMOI0HOT 3a7103H.

3amxkeHHs (QyHKIOIT myTONoAiOHO 3amo3u y mitedd 1 miamiTkiB 3 AIT He € OCHOBHHM
CUMIITOMOM 3aXBOPIOBAHHS 1 HE MOXE CIyryBaTH WOTO OCHOBHUM J[IarHOCTHYHHUM KPHUTEPIEM.
[Tpote, HasiBHICTH HAOYTOrO MEPBUHHOIO TMOTUPEO3Y Y AITEH CIiJ pO3LiHIOBATH K pe3yiabTar AIT
(arpodiunoi abo rinmeprpodiunoi Qopm. Ilepebir xBopobu TpuBamuii, y ¢daszi eyrupeo3dy —
O0e3cuMnTOMHHMA. Y JiTel B OUIBIIOCTI BHUIAIKIB CIIOCTEPITa€ThCsl 30UTBIIEHHS IUTOMOMIOHOT
351031 3a BIJICYTHOCTI KJIIHIYHHUX TpOsBIB mopyiieHb i1 ¢yHkmii. Ilpu rimeprpodiuniii dhopmi
BU3HAYaeThesl 300. [lpm mampmarii 3amo3a m’sika a00 €TacTHYHOI KOHCHCTEHINT 13 3€pHUCTOIO
noBepxHer. Ha Mmi3HIX CTaaisXx TKaHWHA 303U CTa€ KOMIIAKTHOK (II[UTHHOK), TOBEPXHS —
Oyrpucroro. [HOI MOKHa NaNbIyBaTH KiJbKa BY3JIOBHX YTBOpEHb. Y neskux xBopux Ha AlIT B
NeOI0TI 3aXBOPIOBAHHS MOJKJIMBA HAsSBHICTh THPEOTOKCHKO3Yy. SIK MpaBWio, MPOSIBISETHCS
CYOKTIHIYHUM THPEOTOKCHKO30M (i30sboBaHe 3HMKeHHS piBHS TTI mpu HOopMaigsHOMY Ta i T3).
XBopi cKapkKaThcsi Ha CHAOKICTh, HE3MYKaHHsS, APaTiBIMBICTH. JlyXe piAKO 3aXBOPIOBAHHS B
MOYATKOBIN cTajli mMposBiseThesa nucdariero, 607IeM y TOPI, 3aXpUILTICTIO, BITYYTTSIM THCKY B
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ninstaI i, [Ipu arpodiuniii popmi AIT nuronoaiOHa 3ano3a mpu manenaiii He 30iTbIeHa a00
NaJbIYEThCS Y BUTTISI IIUIBHOTO, HEBEJIMKOTO 32 00’€MOM yTBOPEHHS.

Xeopooa TI'peiieca (THPEOTOKCHKO3) — OpraHocrenudiyHe ayToiMyHHE 3aXBOPIOBaHHS, IO
XapaKTePU3YEThCS CTIMKUM MMATOJIOTIYHUM MIJBUIICHHSIM MPOAYKIIi THPEOITHUX TOPMOHIB, SK
paBujIo, TU(Gy3HO 301IBIICHO0 MUTOMOAIOHOI0 325103010, 110 B 50-75% BHUManKiB MOEAHYETHCS 3
eHJOKpUHHOI o(TanpmonaTiero. J0 OCHOBHHX JiarHOCTUYHUX KpuUTepiiB xBopoOu ['peiiBca
BIJTHOCSITHCS:

1) ckapeu: npatiBnMBICTB, NCUXIYHA JIAOUIBHICTh, MITJIMBICTH, MOTAHA PEAKIis Ha BHUCOKY
TEeMIIepaTypy, TPEMOp, MiJABUIICHA BTOMJIIOBAHICTh, Jiapes, IMOdiypis, OJIrOMEHOpes, aMEeHOpes,
3HIDKEHHS J1101]10.

2) 00'ekmusne obcmedricenna: CUHYCOBA TaxiKap[is, MEPEXTIHHs Iepeacepab, (dacrimie B
cTapmux ocib), ApiOHuE Tpemop, rapsda, BoJiora IIKipa, €pUTEeMa, OHIXOdi3, cBepOJsIuKa,
KpONHUB’siHKa, Au]y3Ha ajorenis, M g30Ba CIa0KICTh, TPOKCUMajbHa MiOMNaTis, OYHI CUMIITOMHU
TUPEOTOKCUKO3Y, TTHEKOMACTisl (P1IKO — XOpesi, TICKX03).

3) cneyugpiuni o3naxu: nudy3HUd 300, EHIOKPHHHA OQTAJIBMOINATIS, ACPMATOMNATIs,
MiJBUIEHA 3aXBOPIOBAHICTh IHIIMMH ayTOIMYHHHUMH 3aXBOPIOBAaHHSMH, JiM(aJeHOmaTis,
CIUICHOMETaJisl, 301IbIIEHHS TUMYCY.

Ilepenik docnidxcennv, AKi nosuHHa 3a6e3neuumu eHOOKPUHON02IUHA CIYHcoa.

. TTI'(TupeornoOymiH)

. T3 (TpuHAOATHPOHIH 3araJIbHUAN 1 BITHHHIA)

. T4 (TUpOKCHH 3arajabHUM 1 BUIBHHN)

. AHTHUTLIA 0 IEPOKCH/IA3U IIIUTONOIIOHOT 371031
. AHTHTINA 10 TUpEOTNO0YIiHY

. AHTHUTLIa 0 PEeLenTopiB THPEOTIIO0YTIHY

. AHTHUTIIa 70 MIKPOCOMATBHOTO aHTHUTEHY

. YapTpacoHorpadivHi 10CHTIIKEHHS

CONOOT A~ WN B

Takmuka 6e0eHHA MAKUX X6OPUX:

SIKIIO CUMNTOMM ypasK€HHsI IIMTOMOMAIOHOI 3aJI03U TMPHCYTHI HEOOXiAHO 3BEPHYTHCH J0
JiKaps €HJOKPUHOJIOTA. PerynsipHo KOXH1 6 MICAIIB HEOOX1HO MPOBOJIUTHA MOHITOPUHT TOPMOHIB
HIUTOMNO/1I0HOT 3271031 Ta ayTOAHTHUTLI IO HUX, IPH HEOOX1THOCTI — YIbTpacoHorpadito.

9.8. TAKTHUKA JIIKAPSA 'EHETHUKA TIPU OBCTEKEHI TA JIIKYBAHHI
ITAIIE€HTIB, XBOPUX HA 3BI/]

Taxkmuka zenemuxie:

- 'eneTnuHy NpUpoy 3aXBOPIOBAHHS BAPTO HaMaraTUCh BCTAHOBUTH Y BCiX XxBopux Ha ITI/1.
[Ipore npu 3BIJI mociimkeHHs MyTalliii ycix BIJIOMHUX T€HIB, BIAMOBIAAIBHUX 3a po3BUTOK 3BIJ]
BUsBIsieThCsl iH(GopmaTuBHUM Jume y 10-15% xBopux. BpaxoByroum KiIiHIYHI OCOOJMBOCTI
nepeOdiry, XBopi 3 1epiUTOM aHTUTUIOYTBOPEHHS MOXKYTh noTpeOyBaT audepenmiamnii Mix 3BIJI,
xBopoboto bpyrona, xBopoboro Jlynkana, rinep-lgM-cunapomom. 3BIJ] B Takux BuMagkax
BUCTABJISIETHCSL 32 YMOBHU BHKJIIOUEHHS (LIUIIXOM T€HETHYHMX JIOCHIKEHb) 1HIIUX, KIIHIYHO Ta
nabopatopHo cxoxux ITI/1.

- JInist TeHeTUYHOTO TECTYBAaHHS Y BCIX MalieHTIB (a00 iX 0aThKiB/OMiKYHIB) HEOOXITHO B3STH
3rojJly Ha MpOBEACHHS AociipkeHHs. [Ipy HeoOXiTHOCTI, Y BUNAJKy NpeHATaJbHOI A1arHOCTHKH, B
JIarHOCTUYHUN MPOLEC MOBUHHI OYTH BKJIIOYEHI1 T€HETUKHU Ta aKylIlep-T1HEKOJIOT .

JIuct/kapra OOCTEXEHHS Yy TEeHETHKa TMallieHTa 3 IMyHOAE(DIIUTOM TIOBHHEH MICTUTH
HACTYMHY iH(pOpMaIIifo:

- JleranbHa iH(OpMAIIiS MO0 POAOBOY, BU3HAUECHHS PU3HMKY JJIs IHIIWX WICHIB POIUHH,
BU3HAYEHHS MMOKa31B JUIA MPEeHATAIbHOI IarHOCTHKY MPH HACTYIHIM BariTHOCTI, BU3HAYEH]1 MyTalii
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- Ajpeca JiKyBaJIbHOTO 3aKJaay, /e TPOBOJMBCS T€HETUYHUN aHaji3, MPI3BUIIE, 1M s, 10-
0aTbKOBI F'eHETUKA-OCIII JHAKA

Diagnostic and Clinical Care Guidelines for Primary Immunodeficiency Diseases, 2nd
Edition. Immune Deficiency Foundation, 2009

Jus 6inbmocti BapianTiB [11]] renernyni nedextn 3anumaroTbest HeBitoMuMu. OcoOInBO 11e
BUSIBUJIOCS aKTyaJIbHUM i narfieHTiB Ha 3BI/] Ta cenextuHuit IgA-nedinur, B SKUX OCHOBHHIA
MoJeKyisipauii  gedext OyB imeHTu(ikoBanmii MeHme, Hik y 10% oci6. Tomy renernyna
KOHCYJIbTAIIlsl MOXKe OyTH CKJIaIHOIO i MajoiH(POPMATUBHOIO, OJHAK T€HEANOTTUHUN aHaMHE3 MOKe
OyTH KOPHCHHUM JUIs BCTaHOBJICHHs JAiarHo3y. HeoOXigHO mam’sTaTv, 1m0 MOJEKYJSIpHiI JedeKTH
MOXXYTh BUHUKATH CIIOPAIUYHO 1 B TAKUX BUITAJIKaX CIMEHHHUI aHaMHe3 Oy/ie HeiH(pOPMAaTUBHUM.

10. IMCITAHCEPHE CIIOCTEPEKEHHS ITALIE€HTIB, XBOPUX HA 3BI/]

XBopi Ha 3BI/I, Henpame3aaTtHi a00 00MEKEHO Ipare3aaTHi, MaroTh TOTPeOy B 3a0e3neUeHH1
OIIAJIMBOTO PEKUMY, IO MOMEPEIKYE PO3BUTOK 1HPEKIIHHUX 3aXBOPIOBAHb.

3a yMmoBH peMicii iHQEKIIHHNX, ayTOIMyHHUX, aJlepridHuX XBOpoO, cTabiiizarii myXIMHHOTO
npolecy HeoOXiAHHUIM KOHTPOJIb JiKaps-imyHosora 1 pas Ha 6 MicsIliB.

Xeopum pekomenooeano: TIOBHOLIIHHE 30aJJAaHCOBAHE BiTaMiHI30BaHE XapuyBaHHsI, JOCTaTHIN
BIJIMTOYMHOK, COH, /1030BaHe (pi3nYHE HaBaHTAKECHHSI, ONTUMI3allis yMOB Mpalli Ta HAaBYaHHS.

00606'a3K06i MemoOu NiKy6anH::

- 3amicHa Teparnis BHyTPIIHbOBEHHUMH a00 MiAMKIPHUMHU iIMyHOTTI00yJIiIHAMU

- BTOpWHHA IpodinakTuKa OaKTEepIMHUX YCKIAJHEHB 13 3aCTOCYBAaHHIM aHTHOAKTEPIHHUX
npernaparis

- Hecrneuu¢piyHa iMyHONpoQiTakTHKa OakTepiHHUX, BIPYCHUX, TPUOKOBUX 1HGEKIIH
(BiIMOBIAHO 70 3aTBEPHKEHHUX MTPOTOKOJIIB).

00606'a3K061 Memoou npoginakmuxu:

BTOpPHHHA MPO(diIaKTHKA OaKTePIHHUX YCKIIAIHEHb 13 3aCTOCYBAaHHSIM aHTUOAKTEPIMHHIX

npenapaTtiB (Kypcamu)

- HecreuudiuHa iIMyHONpod1IaKTUKA OaKTEPIMHUX, BIDYCHUX, TPUOKOBUX 1H(DEKII1I

- TOBHOIIHHE 30aJJaHCOBAaHE BITaMiHI130BaHE XapyyBaHHs, BYKUBAaHHSA 710 2 J1 BOJU IPOTATOM
no6u

- JIOCTaTHIH BIMIOYMHOK, COH, 1030BaHe (pi3MYHE HABAHTAXEHHS, ONTUMI3allis yMOB IIpalli
Ta HABYAHHS.

Basicani memoou npogpinakmuxu:

- 0OMeXeHa 1HCOILIA

- mpo¢iTaKTUKa TPaBMaTH3MY;

- JUXajbHa T'IMHACTHKA Ta IOJCHHUN APEHaX TpaxeoOpOHX1aJbHOIO JIepeBa NpU ypasKeHHI
OpraHiB IUXaHHS.

Diagnostic and Clinical Care Guidelines for Primary Immunodeficiency Diseases, 2nd
Edition. Immune Deficiency Foundation, 2009
Baxuyunauin
- BOwuTi Bakiuam Oesmeuni juig xBopux Ha 3BIJl, mpore, six mpaBuio, He € eheKTUBHUMHU
(He 3abe3meuyroTh aJeKkBaTHOI iMyHHOI BigmoBidi). OKpiM TOro, MAaIi€HTH, SKI PETYISIPHO
orpumyoTh BBII', BooAiIOTH MacMBHUM MPOTUIH(EKIIMHUM IMYHITETOM, Yy 3B’SI3Ky 3 YHUM
BIZICYTHsI HEOOX1IHICTb X IMyHi3alii.
- Jleski IMyHOJOTM PEKOMEHAYIOTh BaKIMHALII0 NPOTH TPUIy Ta IHEBMOKOKIB, OJHAK
HEMa€ BIIEBHEHOCTI, IO IMyHHa CHCTEMa HallieHTa Mpopearye HaJeXHUM YMHOM Ha BBEACHHS
IIbOTO BAaKIMHAIBHOTO Mpemapary. HaromicTb Ce30HHY BakKUMHAIIO TMPOTH TPUIY CIIJ
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pPEKOMEH/IyBaTH YCIM WiIeHaM CiM’i XBOpPOro Ta IHIIMM oco0aM, IO MepedyBaloTh B TICHOMY
KOHTAKTI 3 [Mali€cHTOM

- llleruteHHs NSSIKUMH )KUBUMH OCJIA0JICHUMH BaKIIMHAMU (OpaJibHA TOTiBAKIIMHA, BAKIUHH
npoTu TyOepKynbo3y, TU(Y, )KMBa BaKIMHA MPOTH TPUITY) MPOTUIIOKA3aHi. [HII >KMBI BaKIWHU
Oe3reyHi, MpoTe JOMUIBHICTh 1X BUKOPUCTAHHS CyMHIBHA.

Jlucnancepusayisa: NOCTIMHUHN KITiHIKO-Ta00pAaTOPHUIM KOHTPOJIb JIIKapsS-IMyHOJIOTa — 4acTOTa
ormaniB 1 pa3 Ha micsmpb, a 32 YMOB pemicii iH(QeKUiIHHUX, ayTOIMyHHHUX XBOpPOO, a TaKOX MpH
crabimi3anii myxXJITHHOTO Tpotiecy — 1 pa3 Ha 3 micsii.
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Hopatox 1
JE®INUTU AHTUTIVIOYTBOPEHHS:
iHdopManis 1Js ciMeiiHUX JiKapiB, TepanesBTiB, neaiaTpiB

Tunu depiyumie anmuminoymeopenus

Haii6inpmn nmomupeHnMy NEePBUHHUMH iMyHOIediuTaMu € nediluTH aHTUTIIOYTBOPEHHS,
0 XapakTepU3yIOThCAd HASABHICTIO TimoramarjoOyminemii. Crektp naeiuuTiB  aHTHTLI
PI3HOMAHITHUN — BiA TSOKKUX JIe(IUTIB MPOAYKINT BCIX aHTUTLI O BIIHOCHO JETKUX (OpM, IO
XapaKTepU3yIOThCA MOPYUICHHSAM MPOAYKIii cnenn(iyHuX aHTUTUI P HOPMAIIbHIN KOHIEHTpaIii
iMyHOTr1I00YIMiHIB. Bkazani iMyHOmeIIIUTH MOXYTh TPOSIBISATUCH Yy Oyab-skomy Bimi. Yacrime
NEepBUHHI IMyHOIE(DIIUTH MaHI()ECTYIOTh Ha TEpIIOMY pOLi XHUTTA. 3arajJbHUM BapiaOeabHHiA
iMmyHOmepiruT MaHidecTye mcis 2-X PoKiB, XOoua HAMYaCTIIIe — B IPYrOMYy-TPEThOMY JTECATUIITTI
KUTTSL.

[lepBuHHI nehiUTH aHTUTUIOYTBOPEHHS, 3arajioM, € pe3yabTaTOM IeHEeTHYHUX Ne(eKTiB, a
BTOPUHHI/HA0YTI iIMyHOE(DIIUTH aHTUTIIOYTBOPEHHS HAWYACTIIIE MOXYTh BUHUKHYTH SIK HACJIIJOK
HasIBHOT Mi€JIOMHOT XBOpOOH, TiM(pOMH, a TAKOXK IICIs 3aCTOCYBaHHA MPOTUCYIOMHUX MpENaparis,
micis HaaMipHOT BTpaTH Oika (Hampukial, npu HeGPOTHIHOMY CHHIPOMI) Tomlo. IcHye mupokuit
CHEKTp Ae]iIUTIB aHTUTIIOYTBOPEHHS 1 4acTo Jierka ¢opma iMmyHonedinuty TpanchopMmyerses B
TSOKKY popMy nedilUTy aHTUTIIOYTBOPEHHS 3 PO3BUTKOM YCKIJIaTHEHb.

Kniniuni nposaeu oeghivumise anmuminoymeopenus

PermmuByrodi  iHQeKmii — BIAHOCATBCA [0 TMEPIIMX KIHIYHUX TPOSABIB  JAediluTy
AHTUTUIOYTBOPEHHA. 3a3BHUuail, CIOCTEpIraloTbCs TMOBTOPHI 1HQEKIli BEpXHIX Ta HUKHIX
IMXAIBHUX OUIAXIB OakrTepiiHOro reHe3y. HemikoBani nedimUTH aHTUTIIOYTBOPEHHS MOXKYTb
CIPUYMHUTH PO3BUTOK OpoHXOeKkTa3iB. [HQEKuiHHUN CHHIPOM XapaKTepU3YETbCS BHUCOKOIO
4acTOTOIO Ta TSKKICTIO YCKJIaJHEHb (a0CIiec MO3KY, MEHIHTIT UM CENITUYHUNA apTPUT).

Iioxoou 0o nikyeanns

OCHOBHI MiIXOAM A0 JIKYBaHHS 3ajleXaTb BiJl BHUABJIEHOIO IMYyHOJE(IUTY Ta YacTOTH 1
TsoKKOCTl 1H@ekuii. Ilamientn 3 nerkum mnepeOiroM IMyHOAEQIUUTY, TaKUMHU SK 13071bOBAHUMN
nedinut miakaaciB IgG, MOXKyTh aleKBaTHO BiJNOBIIATH HA JIIKYBaHHS NMPO(IIaKTHYHUMH KypcaMu
aHTHO10THKIB. OHAK, €PEKTUBHICTH TaKOi MPO(]IIAKTUKY TOBUHHA PETEIHHO MOHITOPYBATHUCS.

HeoOxiguuii peryiaspHuil KOHTposb (YHKLII JIereHb (CHipoMeTpis), 4YacTOTH PO3BUTKY
1H(pEeKUIMHUX YCKIaJHEHb. Y BUMAAKY BIICYTHOCTI €()eKTHUBHOCTI BiJ] 3aCTOCYBaHHS aHTHOIOTHKIB,
HEOOX1THO epeBECTH Nalli€eHTa Ha 3aMIiCHY IMYHOIJIOOYIiHOTEPAIIiIo.

MOHITOPUHTOBE CIIOCTEPEIKECHHS 3a MAI[IEHTOM BKJIOYA€ TICHY CITIBIPAIIO 3 TEPBHUHHOIO
MEIWYHOIO0 JIaHKOIO, B IMEpILIy 4Yepry L€ CTOCYETbCA YacTOTH MPU3HAYEHHS AaHTUOIOTHKIB Ta
aJIcKBaTHOI BIJIIOBiAI TaIliEHTa HAa HHMX, BU3HAYSHHS HEOOXITHOCTI 3aMiHM aHTHOIOTHKA. Y BCIX
MO>KJIMBUX BHUIAJKaX Mepe]] 3aCTOCYBaHHAM aHTUO10THKOTEpaIlii HE0OXiJTHO BUZHAYUTH YYTIUBICTh
Mikpoduiopy maiieHTa A0 oOpaHUX aHTHOaKTepiHMX mpemnapariB. HeBuacHi Mikpo0i0i0TivHI
JOCHIJUKEHHST 3 BU3HAUEHHSAM YYTJIMBOCTI /10 AHTUOAKTepiiHMX MpemapariB, a TaKoX
HEKOHTPOJIbOBAHE 3aCTOCYBAaHHS aHTHOIOTHKIB, MOKE CTATH MPUYMHOIO PO3BUTKY PE3UCTEHTHOCTI
MIKpOOPraHi3MiB JI0 pi3HHUX Tpyn aHTUOI0THKIB. Lle B Maiil0yTHROMY MOKE€ YCKJIQIHUTU BEJCHHS
Takux marieHTiB. [lpum peummuBi 1HGEKIIHHAX 3aXBOPIOBaHb Yy TAIlIEHTIB 3 JAehIIUTOM
AHTUTLIOYTBOPEHHS HEOOX1IHO MPU3HAYUTH aHTUOI0THK Y MOABIMHIN BiJ 3a1U1aHOBAHOT T03H.

3amicHa Teparis HpernapaTaMd IMYHOIVIOOYNTIHIB 3aCTOCOBYETbCS Yy MAIIEHTIB 3 TSKKUM
neinuTOM aHTUTUIOYTBOpPEHHS. IMyHOrnoOymiHM MOXHAa BBOJUTH MiJIIKIpHO (IIOTHXKHS) abo
BHYTpIIIHBOBEHHO (3a3BM4aili 1 pa3 B Tpu TIKHI). BBoauTH iMyHOrJIo0yJdiHM MOXKHa B
CTallIOHAPHUX YMOBAX Y CIELiali30BaHUX BIIIIEHHIX a00 B JOMAIIIHIX YMOBaX.

MOXJIMBICT, TIPOBEIECHHS 3aMICHOI 1MYHOTJIOOYJIiHOTEpamii B IOMalIHIX YMOBax MOXe
BU3HAYATUCh JIMIIE TICNS MPOBEACHHS TaKOl 3aMICHOI Teparii B CTalioHapi, MiClisi BU3HAYCHHS
aJICKBAaTHOI peakilii marieHTa Ha 10 010JIOTIYHY TEeparriio, a TAKOX IICJIsI TPOXOKCHHSI MalliEHTOM
CreLiabHOTO HABYaHHS 11010 3aCTOCYBAaHHS IMyHOTJIOOYIiHOTEparnii B TOMAIIHIX yMOBaXx.
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He3Baxkatoun Ha 3acTOCYBaHHS 3aMiCHOi iMyHoOrJIOOyniHOTEeparii, y TMali€HTiB MOXe
CIIOCTEPIraTUCs PEIUIUB PI3HUX 1H(EKIIHHUX 3aXBOPIOBAHbD.

OTxe, Taki TMalieHTH TOBHHHI OyTH oO3HaloOMJIeHI 3 TpaBUJIaMH 3aCTOCYBAaHHS
aHTUO10THKOTEpAITii B JOMAITHIX YMOBaX.

3azanvHi nO10IHCEHHA

EmmipuuHo mamieHTaM 3 penuaMBOM IHQEKIIWHUX 3aXBOPIOBaHb Ha TIi JaedinuTy
AHTUTUIOYTBOPEHHS MOXHa MPHU3HAYaTH aMOKCULMIIH ab0 epUTPOMIIUH Yy BUCOKUX J03ax Ha 14
nHiB. BkazaHy cxeMKy aHTHOIOTHKOTEparii MOXKHa 3MIHHTH TIClii OTPHUMAaHHS pPE3yJbTaTiB
MIKpOO10JIOTIYHOTO JOCIKEHHS TIEBHOTO OiocepeIoBHIIA MAI[l€HTa 3 BUBHAYEHHSAM YYTJIMBOCTI JI0
aHTHO10THKIB.

Takum mamieHTaM  3a00pOHEHO BHUKOPHCTOBYBATH JKHMBI BakIMHU (KIp, KpacHyXa,
iHeKIitHMNA apoTUT, TyOepKYIb03, MOJIIOMIENIT) Ta BU3HAYATH JTOUUIBHICTD 3aCTOCYBAHHS TaKHX
BaKIIMH y WieHiB ciM’1 nmauieHTiB. [luTanHs BakIMHALIl POAUHM MAallieHTa HEOOX1THO OOTOBOPHUTH 3
MEIWYHUM TI€PCOHAIIOM IMYHOJOTiYHOTO meHTpy. llamieHTH, sKi 3HAXOAATHCA HaA 3aMiCHIN
iMyHOrnoOyniHoTepmarii, MOXyTh OyTH BakIIMHOBaH1 IHIIMMHU BakKIMHAMH, NpoTe edeKT Bia iX
3aCTOCYBAaHHS HE 3aBXIU € IMMO3UTUBHUM/ONTHUMAIBLHUAM. llamieHTH i WieHW iX pOJWH TMOBHHHI
HIOPIYHI IMYHI3yBaTHCS BiJ TPUILY.

Cnaysrcou, axi 00cny2o6yoms RAUIEHMIE i3 NePEUHHUMU IMYHOOeDiyumamnu

CriekTp MEeAMYHHX TOCIYT, SIKi HAJAI0THCSI XBOPUM Ha IMEPBUHHI IMyHO1e(DIUTH B
IMYHOJIOTIYHHX LIEHTPaX, MOBUHEH BKJIIOYATHU:

1. /liaznocmuuna caysycoa:

» TeneOHHHI 3B’ 530K 3 JTIIKAPEM 3araibHOi IPAaKTHKH

» KIiHIYHI OOCTEXEHHS B JIKapHi; y HEYPreHTHHUX BHIIaJKaX HEOOXiJHO 3BepTaTUCS B
KOHCYJIbTALii{H1 LIEHTPH.

2. Kniniuna caysycoa:

» HaJaHHS JIIKAPEM-IMyHOJIOTOM Ta MEIMYHOIO CECTPOIO B JICHHOMY CTallloHapi HEOOX1THOT
JIOTIOMOTY XBOPHUM Ha MEPBUHHI IMYHOAEDIIUTH

» TpeHYBaHHs/HABYaHHS MAIIEHTIB MO0 X TAKTHKH B JIOMAIIIHIX YMOBaX

» ypreHTHa JONOMOra MallicHTaM Ha MepBMHHI iMyHOAe(iUUTH y pa3i BUHMKHEHHS
MEIWYHUX TMpobsieM y poOoumii dYac Ta TepeBeleHHS Ha KIIHIYHE CIOCTepEeKEHHS.
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JlomaTok 2

PEKOMEHJIALIIL TPO TPABUJIA BBEJIEHHS
IMYHOI'JIOBYJIIHIB Y CTAHIOHAPHUX TA TOMAIIHIX YMOBAX

Kputepii BriIrOueHHs Ta BHUKIIOUEHHS mamieHta Yy [Iporpamy 1momo JiKyBaHHS
IMyHOTJI00yJTIHAMH OITIHIOETBCS 1 Y3TOJIKYEThCS JIIKYIOUUM MEPCOHAIOM (JIiKapeM iIMYHOJIOTOM Ta

MEIUYHOIO CECTPOIO IMYHOJIOTIHHOTO BiJUTIICHHS).

Kpumepii ¢exnirouenns ¢ Ilpoepamy nikyeanns 6 00MauiHix ymoeax

[TarieHT, SIKOTO JIKYIOTh IMyHOTJIOOYIiHAMH ITOBHHEH:

» IIpoaeMOHCTpYBaTH MOTHBAIIIIO 1 TOTOBHICTB JIIKYBATUCS IMYHOIJIOOY/IIHAMH B JJOMAIITHIX
yYMOBax Ta MiAMUCATH BiAMOBIAHY iHPOPMOBaHY 3rofy.

» Maru maptHepa (poandiB, 3HAWOMHUX), SIKMH JAcTh 3roJy Ha y4acTh B IPOrpami II0JO
3aCTOCYBaHHS IMyHOTJIOOYIIiHIB B JOMAIIIHIX YMOBax i Oyze mpucyTHIM mix 4ac Beiel indys3ii

» Otpumatd MiATBEP/UKEHHS MPO MOMIIMBICTh IMX MPOLEAYp B JOMAIIHIX YMOBax BiX
MEIUYHOTO TIEPCOHAITY JIKYBaJILHOTO 3aKJIa1y, a cCaMe BiJ CIMEHHOTO JliKaps

» TlamieHT MOBMHEH MaTH JOCTYI 110 TesiehOHY B Miclli IpoBeneHHS 1HDy3ii

» TlamieHT MOBHHEH MaTu J0OpHIl BEHOZHHMA JOCTYI

» TlamieHT MOBMHEH MaTH B aHaMHeE3l JaHi MI0J0 OTPUMAaHHS iMyHOrJIoOyIiHoTeparii 0e3
Oy/Ib-sSKUX peaKiil/o0IYHUX SBUII MMPOTATOM (K MiHIMYM 6 iH(Y31i IpH BHYTPIIIHOBEHHOMY YH
MiJIIKIPHOMY iX BBEJCHHI)

» TlamieHT TMOBHMHEH MIiJIKCATH 3TOAY NPO MOBEPHEHHS Ha CTAlllOHApHE JIKYyBaHHS TPU
HEOOX1IHOCTI.

IIporpama HaBYaHHA NaLi€HTIB IPU NMPOBEAEHHI JOMAIIHBLOI iIMYHOIJI00y TiHOTepamil

KosxeH naiieHT MOBUHEH NPOMTH HaBYaHHS, K€ BKIIIOYA€ HACTYIIHI HANPSAMKU:

» Ocobucra ririeHa (MUTTS PyK)

» JloTpuMaHHS MPaBUJI ACETITHKH

» IligroToBka cucreMu s iHDY3ii

» Karerepusaniss BeHn (Ipu BHYTPIIIHBOBEHHOMY BBEJCHHI) a00 BCTaBJICHHS METEIHKa
(Ipu NiAMIKIPHOMY BBEJIEHH])
Bin161p npoO kpoBi 1715 aHami31B (IIpU BHYTPIIIHOBEHHOMY BBEJCHHI IMYHOTJI00YIIHY)
VYnpasninag iHpYy3i€r0
VYrunizanis o6nagHaHHs/cUcTeMU ISt 1HPY3ii
Benenns nokymeHranis
dikcarrist TOOIYHUX peaKIin
KommaeHTHICTB MarieHTa y BUNaIKy HeOOX1HOCTI BBEJICHHS aIpEHATIIHY
3adikcoBaHuil pakT 3aJOBUILHOTO 3aBEPIICHHS MepIIoi 1H(DY31i y IPUCYTHOCTI MEICECTPH
B JIOMAIlIHIX YMOBaXx.

YVVVYVYVYYVY

IicasaTpeninrosi BUMoru

Menuuynuii mepcoHan (JiKkap-iIMyHOJIOT, MEJACECTpa) Aal0Th J03BUI MAaII€HTY 31HCHIOBATH
BBEJICHHS IMYHOTJIO0YINIHY B JOMAIIHIX YMOBAX IMPH BUKOHAHHI HACTYITHUX BUMOT:

» PerymspHoro 3amoBHEHHsS WIOJICHHWKA 1HQY3ii, 1HIIOI HEOOXiMHOI JOKyMEHTAIlii
(mampukIaa, Mpy BUHUKHEHHI YCKIIaIHEeHb i Jac iH(y3ii)

» @ikcaris Oyab-IKUX TOOIYHUX PEAKIIH/TOAIA Ta TPUUHATTSA BIAMOBIIHUX 3aXOJiB 3
JKYIOUUM JIIKapeM iMyHOJIOTOM

» JIOBEJCHHS JIO BiJlOMa JIiKaps iMyHOJIora Mpo Oyab-sKi MOJii, po3B’si3aHHSA 3 HUM ITUTaHb
CTOCOBHO JIOTJISIY T JTIKyBaHHS

» JlotpumanHs rpadika BiJBiTyBaHHS KIIHIKH;
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» BuKOHaHHS peryjiIsipHOrO KOHTPOJIO 3HaHb Ta BMiHb THX OCIO, SIKI MIPUHAMAIOTh y4acTh B
MPOBEACHHI Tepartii.

3acTocyBaHHS J0BEHHHUX IMYHOIJIOOUIiH B CTAlIIOHAPHUX YMOBAaX

Ilepen mowatrkom 3amicHoi Tepamii BBII', mikap iMyHOMOr i mencectpa iMyHOJOTi4HOTO
BIIJIIJIEHHS TIOBMHHI TapaHTYBaTH, 10 TIEPe] MiAMMCaHHsAM 1HPOPMOBAHOI 3r0Ix 3 MAI[IEHTOM HisKi
MaHIMyJIALii TPOBOIUTHCS HE OYIyTh.

Ilepeo nepuioro ingysiero HeobXiOHO:
» [ligpaxyBaTu 4acTOTY IyJIbC

» BusHauuTH apTepiasbHUA TUCK

» BusHaunTH Temnepatypy

Bcei  Bkazani mapamerpu TOBMHHI OyTH 3ajoKyMeHToBaHMMH. Hemae HeoOXigHOCTI
MOBTOPIOBATH 111 OCIIKSHHS NIepel HACTYITHUMH 1HY31sIMH, SKIIO Ha 1€ BiACYTHI MTOKa3H.
KoxHny iH(Yy3110 TOTYIOTh BiNOBIAHO 0 IHCTPYKIIii BUPOOHUKA.

Kepigni npunyunu:

» JIIKYyIOUMH JTiKap MOBHHEH 3/iCHIOBAaTH mpH 11/ BBeneHi BBII B cramionapHux ymoBax
OLIIHKY CTaHy 3/I0pOB's MAIli€HTa JI0 MOYaTKy 1HY3ii;

» CTPOrO JIOTPUMYBATHCS MPABHJI ACENITHKH IPOTATOM BCi€i Tepamii;

» MeacecTpa IOBHHHA 3a0€3MEYUTH BBEJACHHS BHYTPINIHBOBEHHUX IMYHOTJIOOYITiHIB
BIJIIIOBITHO 10 PO3PaxyHKOBOi J03W, NPU BIAMOBIAHIA IIBUAKOCTI, KEPYIOUHUCH IHCTPYKIIIEIO
BHPOOHMKA

» BBII' BBOAsTECS y BIANOBIIHOMY MNPUMIIICHHI, B SKOMY € JOCTyI 10 TeiedoHy Ta
MO>KJIMBOCTSIMU I110JI0 BBEJICHHS aJipeHaliHY/HOpaJpeHaliHy (HasBHICTh BIAJUICHHS peaHiMallii 3
1101000BUM TpadikoM poOOTH)

» MejcecTpa IMOBHHHA (ikCyBaTH MOOIYHI SBUIIA 1 peaklii Ta pamopTyBaTH Tpo ix
HasIBHICTh, OI[IHUBIIIY 1X SIK JIETK1/CEPEIHBOT TSHKKOCTI/TSKKI 3T1/THO 3 TIOKATbHUMU BUMOTaMHU.

Komenmap pobouoi zpynu:
«AOopenanin/nopadpenaniny ma «Aopenaniny € mopeosumu Hazeamu. B Yrpaini sapeecmposana
MHH Hopeninegpun ma Eninegppun 6ionosiono.

IIporuindexuiiinuii KOHTPOJIb 1010 32CTOCYBAHHSA 0BeIeHNX IMyYHOIJI00YJIiHIB.

[MamienTn 3 iMyHOAEe(iUTaMU € OCOOIMBO CHPUHHATIMBUMH J10 1H(MEKLIN, CXWIBHI SK /10
€K30Ie€HHMX TakK 1 JJO eHJOreHHUX 1H(peKuii. BHyTpilIHbOBEHHE BBEACHHS IMYHOIJIO0YIiHIB MOXeE
CIPUSATH PO3BUTKY B MallieHTa iH(eKUii B pa3l HEIOTPUMAaHHS TIri€HIYHUX 3aXOMAiB 10, MiA 4Yac i
micis iHQy3ii.

MuUTTs pyK € HaBaKIMBIIIOI MAHINMYJALIEI0 cepel MNpOoQUIAKTUYHUX 3aXOMdIB  JUIS
3anobiraHHs mnepexpecHuX iHQekmiil. Murrtsa pyk BKIOYae B ceOe peTelbHEe OYMILIEHHS,
MIPOMHUBAHHS 1 CyIIKa 000X PYK.

IMoxa3aHHs 111 MUTTHA PyK:

nepeJ moyaTKkoM 1HQy3ii;
nepes KaTeTepu3alli€ro;
nepes; KOHTAKTOM 3 KaHIOJIEHO 1 Oy/Ib-SKOI0 1HIIIOI0 YaCTHHOK HA0OPY IS HOTO BBEIICHHS,
nepes 3aMiHOIO (IaKOHY 3 IMYHOIVIOOYJIHOM, Tepel BHJIAICHHSAM mepudepruuHoi
BHYTPILUTHOBEHHOI KaHIOI1;

» TICIIS 3HATTS PyKaBUYOK;

» TICIS BIIBIIMH TyaJeTy

VVVY

TexHika MUTTH PYK:
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» CIiJ BUKOPUCTOBYBATH BIAIMOBIJHI CEPEIHUKHU Ul OUYMIICHHS (HalKpalle pilke MHJIO 3
CKJIOTIAKETY);

» MoXe OyTH BUKOPUCTAHUH CHMPTOBUN aCENTHK, Y pa3i BiACYTHOCTI BUIUMOTO Opyay abo
y BUTNIAJKY HEOOX1THOCT1 YaCTOTO MUTTS PYK;

» Heo0xinHO HaHECTH OYMILAIOYMIA 3aCi0, a MTOTIM MPOTEPTH PYKH HACTYITHUM YHHOM:

- ZIOJIOHS 70 JTOJIOHI;

- BUMUTH TIPaBy JIOJIOHIO JIIBUM peOpoM, a JTiBY JOJIOHIO PaBUM pedpoMm;

- MUTHU PYKH JOJIOHS 0 JOJOHI, MK HaJBISIMU IPOTHIICKHOI TOJIOHI;

» OO0poOKa/MUTTS MAJBIIIB:

- PETEeNBHO CIIOJIOCHYTH PYKH ITiJ] TPOTOYHOIO BOJIOIO

- CyXl pyKH HEOOXiJIHO peTeiIbHO BHCYIIUTH, BUKOPHUCTOBYIOUM MIHIMYM JBa OJHOPa30Bi
HarepoBi pyIIHUKU

I'eHepanbHUii 10TJIs1Y 32 pyKaMu:

» TepeKoHalTecs, 10 MIKipa PyK He MOIIKOKEHA;

» 3aBXKIU 3aKPHBANTE/3aKJICIOMTE TIOPI3U BOJOHEIIPOHUKHUMH 3aCO0aMU;

» PEKOMEHJIYEThCS BUKOPHCTOBYBATH KPEM ISl PYK 3 METOIO MOMEPEHKEHHS CYXOCTi IIKIpU
1 yTBOPEHHS TPIILIMH Ha LIKIpi;
KpEeMH ISl PYK TIOBUHHI OyTH MepeBayKHO HA BOJHIM OCHOBI 1 30epiraTucs B CKIONAKET,
MIPY BUKOPUCTAHHI pyKaBUYOK PYKH HEOOX1THO MUTH MICHS 1X 3HIMAHHS;
HITTI Ha pyKax MOBUHHI OyTH YUCTUMH 1 KOPOTKUMU;
HIT'T1 HEe TOBUHHI OyTH nodapOoBaHUMU, 3a00POHAETHCS HOCUTH HAKIaIH1 HITTi

YV VY

Yrujaizaniss BAKOPUCTAHUX MeJIUYHMX 32c00iB Ta IHIIKUX BiAXOdiB.

IMyHOMEDIIMTHI TAami€eHTH MOXXYTh MaTd 3MilIaHy iH(EKHilo ado MOXYTb OyTH HOCISIMH
iHGeKIil, AKI nepeaaThesl yepe3 KpoB, TaKUX, Hampukial, sk rematut B abo C. Hexbana abo
HENpaBWJIbHA YTHIII3Allis BIAXOJIB MOXKE IPU3BECTU N0 MEpexXpecHoi 1HQeKli, 1H(IKyBaHHS
MEIUYHOI0 MIepCOHaIy, AKi 3rofiloM 00poOst0Th €MKOCTI. KOo)KeH malieHT Y MeIUUHUMN MpaliiBHUK
MOBUHEH HECTH BIAMOBIJAIBHICTh 3a O€3MeyHe 3HE3apaKeHHsS, TPAHCIOPTYBAaHHS Ta YTUIII3AIlil0
BCIX KJIIHIYHUX Ta JOKJIIHIYHUX BiAXOIIB HA MICI, BIAMOBIAHO O YMHHOI'O 3aKOHOJIABCTBA.

3araJjbHi peKoMeHIaNil 00 YTHJIi3alisi TOCTPUX NMPeAMeTiB Ta MeANYHHUX 3aC00iB, AKI
KOHTAKTYBAJIM 3 0i0JIOTiYHMMH PiIMHAMM NALi€HTA
HeoOxigHo 3a0e3neunTd Oe3meyHy yTUIi3allil0 TOCTPUX IMpeIMETiB Ta/abo MpenMeTiB, 0
KOHTAKTyBaJId 3 KPOB’I0 3 METOIO MiHIMI3allii 111010 MOKJIMBOTO PU3UKY TPaBMYBaHHS MEIUYHUX
MPAIliBHUKIB 1 MAI[I€HTIB.
Yci MenuyHi MpaiiBHUKA HECYTh BIAMOBINAJIBHICTH 3a BMIHHS 1 JOTPUMAHHS HpPaBHII
MIOBOJDKEHHS 3 TOCTPUMU IIPEIMETAMH.

Yci cocmpi npeomemu nosunni:

MIPAaBUIILHO 30MpaTHCS TIepe/l BUKOPUCTAHHSIM;
po3MilaTics Ha piBHIN MOBEPXHI;

OyTH 3aKpUTHMH, KOJIM BOHU HE BUKOPUCTOBYIOTHCS;
HE 3aJIMIIUTUCS 0€3 yBaru B IPOMaJICbKUX MICIISIX;

VVVY

6UNAOKY NOWKOONCEHHA WIKIpU i M'AKUX MKAHUN:

3YMUHANUTE KPOBOTEUY, CTUCKAIOUN JOBKOJIA 00JIACTh MOPAHCHHS;

peTenabHO MPOMUITE MOIIKOKEHY IIKIPY 3 MUJIOM 1 BOJIOIO;

3aKpUiTE paHy HEMPOHUKHUM MaTepiaioM

BIJ3BITYHTE MPO €KCTPEHUH BHUITaJJOK

y pasi HeOe3neku iHGIKyBaHHS HeOe3MeYHUMH 30yIHHKaMHU HEOOXITHO 3BEPHYTHCH 3a
CIeLiaTbHOIO I0TIOMOTOIO.

YVVVVYVY«<
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Jopatok 3

IH®OPMOBAHA 3I'0JIA AIIIEHTA HA MTPOBEJEHHS 3AMICHOI TEPAIIII
BHYTPILIHbOBEHHUMMU IMYHOIVIOBYJIIHAMMU

ITIJ — ue 3aXxBOpIOBaHHA, WO CIPUYMHAETHCS T'€HETMUHUM JedekToM. OpraHizM He MOXKe
BUPOOJISITH JIOCTAaTHBOI KUIBKOCTI AHTHUTIN, SIKI € HA3WBAIOTh IMYHOTJIOOYJiHAMH, 1 TOMY HE
3MaTHUA 00POTHCA 3 TH(DEKITIAMHU, TaK SIK 1€ BiIOYBAETHCSA B OLTBIIOCTI 370pOBUX JiroAci. ToMmy npu
NEPBUHHUX IMyHOAE(DIIUTAX BUHUKAIOTh YaCTi PeUUAMBH 1H(EKIIH, 10 B OCHOBHOMY YPaXKarOTh
nuxanbHi nusaxu, JIOP-opranu, TpaBHHI TPakKT, Cyrio0OH.

PanHe BUSIBJICHHS Ta CBOEYACHE JIIKYBAHHS IIUX 3aXBOPIOBAHb € BKIMBHUM JUISI TIOTIEPEHKEHHS
HE3BOPOTHUX HACIIIKIB, CIIPUYMHEHUX 1HPEKIISAMHU, B YpakeHUX opraHax. CTaHAapTHE JIKyBaHHS
XBOPHX 3 TIOPYIIEHHSIM BUPOOJICHHS BIACHUX IMYHOTJIOOYIIHIB MOJIATAE Y TOMY, 100 3a0€3meunTu
iX aHTUTLIaMH, sIKi OyAyTh 3axuiiatu BiA iHeKuid. IMyHOrn00yniHu BBOJSTH BHYTPIITHHOBEHHO
KPaIUTMHHO KOXHI1 3-4 TWXKHI JUIi CTBOPEHHS B KpOBI HEOOXiIHOI KOHIEHTpamlii mpemnapary,
JIOCTaTHBOI JUIA 3axHCTy Bia iHQekmid. Sk mnpaBuio, BXKe TMICAS MEPIIOro BIMBAHHS
IMYHOTJIOOYIiHIB HAcTa€ iCTOTHE IOKPALICHHA B Iepediry 3axBOPIOBAaHHS, aje JOCTATHI IS
3aXUCTY KUIBKOCTI IMYHOTJIOOYJiHIB MocsraloTbes uepe3 3-4 micaui Bif moyaTtky tepamii. Jlosy
mperapary Jikap po3paxoBYE 3TIHO 3 ICHYIOUMMH PEKOMCHIAIISIMH 3 BpaxXyBaHHSIM CTYIICHS
BaXKOCT1 1IMyHOJe(DIUTY, BUPAXKEHOCTI 1H(GEKUIMHUX MPOIECiB Ta B MOAATBIIOMY Mig0Hpae 3
BpaxyBaHHSM JIOCSATHYTOro e(dekry. 30Kpema, BaKJIMBE 3HAYCHHS Ma€ BH3HAUCHHS pPiBHS
IMYHOIJIOOYJIHY Iepe]] KOXXHUM HAcCTYITHUM BBEJIEHHSM IIpenapary, IO MPOBOAUTHCS MPOTATOM
MEePIIUX MICAIIB JIKYBaHHS JUIsi KOPEKI[l T03W Ta JOCSATHEHHS ONTUMAIbHOI KOHIICHTpAIil
iMyHOTIIOOYNmiHY B KpoBi. [lepeBakHa OUIBLIICTP XBOPHX 3 MNEPBHHHUMH IMYHOJE(IIUTAMHU
noTpeOyroTh IPOJIOBKEHHS 3aMICHOI Tepartii MPOTATrOM BChOTO KHUTTH.

[ToGiuHi sABUIIA TpU BBEAEHHI IMYHOIIOOYIIHIB TPAIUIAIOTHCS HEYACTO, MPOTE, SIK MPABUIIO, iX
BBEJICHHS ITPOBOJISATH B CTAllIOHAPHUX YMOBAX IIiJ HATJISAOM MEIMYHOTO mepcoHainy. [Ipu BBeneHHI
npenapatiB iIMyHOTJI00YJIiHIB MOXKYTh CHIOCTEpiraTucs Oilb TOJIOBH, MiJHOM Temreparypu, HyJ10Ta,
0071 B M’sI3aX TOINO, SIKI B OUIBIIOCTI BMIAJKIB TPAIUIAIOTHCS MPU MEPHIMX KUIBKOX BBEAECHHAX
mpemnapary i micis 2-3 BBeIeHb cnablaloTh Ta 3HUKaITh. OKpiM TOTO, I1i MOOIYHI SBUIIA MOXYTh
Oytu ycyHyTi 1/a00 momepeakeHl BBEIEHHSM BIINMOBIAHMX MeAUKaMeHTIB. Jlyxe piako
TPAIUIIOTbCS OUTBII cepilo3HI MOOIYHI SIBUINA, HAPUKIIAMA, ajeprii Ha mpenapat, Lo MnoTpedye
3MIHM Npenaparty ado HUISIXy HOTro BBEJACHHS Ha MIJMIKIPHUNA YU IPUIIUHEHHS BBE/ICHD MIpenapary.

VY Bcix Bumajakax Ae(iUUTy aHTUTLI JIKYBaHHS IMYHOIJIOOYJTIHaMHU € XHUTTEBO HEOOXiIHOO
Tepami€lo, sKa 370BXKY€ TPUBATICTh KHUTTS, IOKpAIlye HOro SKICTb Ta 3amobira€ po3BUTKY
HEeOEe3MeYHNUX YCKIIaJJHEHb XBOPOOH.

A, (ILLIL) , OJlepKaB
iH(popMallilo Mpo XapakTep MOro (MO€i JUTHHHU) 3aXBOPIOBaHHS, OCOOIMBOCTI Horo mepeoiry,
JIIarHOCTHKY Ta JIIKyBaHHs. I 03HAaHOMIJICHHH 3 IJIAaHOM OOCTEKEHHSI Ta JIIKYBaHHS, OTPUMAaB IOBHE
pPO3’ICHEHHA IIpO XapakTep, MeTy, OpPIEHTOBHY TPHUBAJICTh JIIKYBaHHsS, IPO HEOOXITHICTh
JOTPUMaHHS BHU3HAYEHOIO JIKapeM peXHUMY JIiKyBaHHS. MeHI Hajaaum B JOCTyHHINA ¢opMi
iH(popMarliro npo HMOBIpHUIA NIepedir XBOPOOHU 1 HACTIIKM B pa3i BIIMOBH BiJl JiKyBaHH. S MaB(J1a)
MO>KJIMBICTh 33/1aBaTu Oy/b-AKi MUTaHHS, K1 MEHE L1KaBJIsATh, CTOCOBHO CTaHy 3/J0pOB's, Mepediry
XBOpOOM Ta JIIKyBaHHS Ta OTpUMaB(Jla) Ha HUX BianoBini. Jlato 3rogy Ha MpoBeAEHHS 3aMiCHOL
Tepamnii iMyHOrJI00yIiHaMu MeH1 (Moii nutuH1). [loromxyroch Ha BUKOpPHUCTaHHS Ta 00pOOKY MOiX
NEPCOHANTBHUX JJAHUX 32 YMOBM JOTPUMAaHHA iX 3aXMUCTy BIANOBIAHO 10 BUMOI 3aKOHY YKpaiHU
«IIpo 3axuCT NEPCOHANBHUX JAHUX).

Indpopmamito  wHamaB  mikap  (ILLIL) (mata) 20 poky
(miamuc)

A, , 3TOJTHUI(Q) 13 3aIPOIIOHOBAHUM IUIAHOM JIIKYBaHHSI.

(miamuc) (mata) 20 poky
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Honatok 4

PEKOMEHJIALIIL OO0 3ACTOCYBAHA AHTUBIOTHUKIB B JOMAIIIHIX
YMOBAX Y ITAIIEHTIB, XBOPUX HA 3BI/]

Kypc aHTHOIOTHMKIB HasBHOCTI MEPIIMX O3HAK 3aXBOPIOBAHHS MOXHA pPO3IOYHHATH B
JOMAIIHIX YMOBaX y TAIi€HTIB 3 PEHMUIUBYIOUMMH 1HQEKIISIMU CHHYCO-JIETEHEBOi CHCTEMH. Y
MAIi€HTIB 3 OPOHXOEKTa3aMu ab0 PEIMIUBYIOUYNM CHHYCUTOM MOJJIMBHI BUCOKUH PU3UK PO3BUTKY
BTOPUHHMX OakTepiiHuX iH(eKIii, 0cO0IMBO Micis BipyCHUX 1H(EKIii BEpXHIX JUXAIbHUX HUIAXIB
(I'PBI, rpun). Y npoMy BUIaaky He0OX1THO HETAHHO PO3MOYMHATH aHTHOI0THKOTEPAITIIO.

AHTHOIOTHKY B JOMAIIHIX YMOBaX, MOXKYTh OyTH HEIOPEYHUMH B TBOX BHUITQJIKAX:

1. [Ipu HasIBHOCTI TSDKKUX CHMIITOMIB 1H(EKIIHHOI XBOPOOH, TaKHMX, K 33UIIKa B CIIOKOI,
TICBpaIbHUH OiJTb.

2.Y nmnauieHTiB, iH(]ikoBaHMX/KOJOHI30BaHUX Pseudomonas (ski BXe TMONEpeIHbO
OTPUMYBAJI AHTHOIOTHKH ).

SIk BUKOPHCTOBYBATH II0 HACTAHOBY?

Biooip nauienmie

He Bci manienTy notpedyoTh 3aCTOCYBaHHs aHTUOIOTHUKIB B IoMallIHix ymoBax. [loTpeOyroTh
iX 3acTocyBaHHS TUIBKH Ti XBOpi, y SIKHX € 33JOKYMEHTOBaHA iCTODiS PEUUAMBYIOUYMX iH(DEKIIH,
KOJM OYeBMJHA HASBHICTh 1HQEKIii, He3Bakarouu Ha nikyBaHHa 3BIJ| (manpuxian, Ha T
3aCTOCYBAaHHS 3aMiCHOI iMyHOroOymiHTepamii abo aHTuOioTHKOTEpamii 3 NpodiIaKTHIHOO
Meto10). [anienTiB 3 niarHocToBaHMMH aHaToMiyHUMHU Jedektamu JIOP-opraunis, peruanBy0OYuMu
CHHYCHTaMH, ToTinaMu abo OpoHxoekTazaMu Tpeda iHpopMyBaTh Mpo HEOOXiTHICTh 3aCTOCYBAaHHS
aHTHOI0THKIB y IOMAIIHIX YMOBAaX.

Ilpagunvuuii 6udip anmuodiomuxa.

IIpn HeoOX1AHOCTI BUKOPUCTAaHHS AaHTUOIOTUKIB HEOOXIJHO KepyBaTUCS pe3ylbTaTaMu
aHTUMIKpOOHOI yyTInBOCTI. [arieHTH NOBUHHI 3pOOUTH BIAMOBIHI TOCIIIXKEHHS Mepe]l TOYaTKOM
Kypcy aHtuOakrtepiiiHoi Teparmii. [Ipy BiICYyTHOCTI TakMX AOCHIKEHb (HAIPUKIAJ, HEOOXITHICTD
MoyaTKy aHTHOakTepiiiHOi Tepamii y BHMXIAHI [HI, Kouu Oakiaboparopii He MpaloTh abo
MIKpOO10JI0T14HI JOCTIIPKEHHSI HE JOCTYIIHI), MepIIoYeproBa Teparlis MOBUHHA OyTH po3rodara Ha
OCHOBI JJaHMX JIIKYBaHHS NOINEPEIHbOI 1H(EKII], B T.4. JaHUX LI0JJ0 MOXIJIMBOTO PO3BUTKY ajeprii
710 TIEBHUX aHTUO10THUKIB.

VY 6u1bIIOCTI BUMAAKIB HEOOXITHO BHKOPHCTOBYBATH aMoKcHLMIiH 500 mMr 2 pasu Ha JeHb
npotsaroM 14 1HIB Npu  BIACYTHOCTI KIIHIYHUX MPOTUIOKAa3aHb (HAmpHUKIAL, ajieprii 4u
PE3UCTEHTHOCTI 0 I[LOTO aHTUOI0THKA 1 T.]11.).

Koncynvmauia nayicnmie uj000 6UKOpuUCmanna aHmudiomuKie y 00MauiHix ymoeax.

VYci maiieHTH, SKUM MOXKHAa NPU3HAYUTH AHTUOIOTMKM B JIOMAIllHIX YMOBAax, MOBUHHI
OTpPUMATH JIMCTIBKY — MOpaay 3 iH(popMalli€ro: K, KOJH, sIK JOBro HEOOXIJHO BHUKOPHCTOBYBATH
AHTUO10THKH.

BaxnuBo, 106 mamieHTH po3yMid, IO HAaaMiIpHA YK HEAOCTATHS J03a Ipenapary, Ta He
perynspHe HOTO 3aCTOCYBaHHS MOXE MPHUBECTH N0 HeOakaHuUX SBULI, (OpPMYyBaHHS
PE3UCTEHTHOCTI.

VY pa3i moyaTKy 3acTOCYBaHHS AaHTHOIOTHKIB, TAIIEHT MYCHUTH 3B'S3aTHUCA 13 JIKYIOUUM
JiKapeM 4YM MEJCECTPOI0 MPOTArOM poOOYMX TOAWMH Ais iX iH(opmauii. MeauuHuil nepcoHan
MOBUHEH TaKoX OyTW MpOoiH(QOPMOBAHMI MPO BIACYTHICTH €(EKTUBHOI BIAMOBIIAI Ha Tepariio s
MOJIAJIBIIOT KOPEKIIii JTIKyBaHHS.

Mo:xkauBi pU3HKH.
[Ipu BuKOpHCTaHHI aHTHOIOTHKIB y JOMAIIIHIX YMOBaX HEOOXIAHO CTPOro JAOTPUMYBATHUCH
npaBuII ixX 30epiranHs Ta BAKOPUCTAHHS.
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Honarok 5

OnuTyBaJILHUK 3 OUiHKHU sAKOCTi xkuTT EQ-5D-3L
(mepekitaz 3 caiity www.euroqol.org/eq-5d-products/eq-5d-31.html)

[TocTaBTe MO3HAYKY Yy BIAMOBIAHIN KOMIpIIl HAPOTH TBEPHKEHHS, SIKE HalKpalle OMICye
Barm cran 310poB’st ChOTOTHI.

PyxauBicTh

S He Maro mpolOsIeM 3 PYXJIUBICTIO O
S maro meBH1 TpoOJIeMH 3 PYXJIMBICTIO O
S npukyTuii 10 AKKa m
CamocTiiiHnii 1orjasy

A "He Maro mpobIeM 3 CaMOCTIMHUM JTIOTIISIOM 0
S mato neBH1 TpoOJIeMH 3 OJIITAHHSIM Ta BMUBaHHSM 0
S He MOXKy BrAraTHcs a00 BMUBATUCSA CAMOCTIIHO 0

IHloneHHa aKTUBHICTH (HIIP., p000TAa, HABYAHHS, PO00TA 110 IOMY, BIANIOYMHOK)

S He Maro nmpo6JIeM 31 OJIEHHOK aKTUBHICTIO n
S maro neBH1 TpoGIeMH 31 MOJACHHOI aKTUBHICTIO 0
51 He Malo 3MOTHU BECTH LIOJICHHY aKTUBHICTb =

Binb / nuckomgpopt

A "e BimuyBato 60110 a60 TucKOMMOpPTY 0
A BiguyBaro He3HauHU O11h 200 TUcKOMMOPT 0
A BiguyBaro cuibHUM 0151k 200 qUCKOMOPT 0
Tpusora / nenpecis

51 He BiUyBalo TPUBOTY Ta HE Malo Jenpecii 0
S BiguyBaro He3HAUYHY TPUBOT'Y a00 Ma0 HE3HAUHY JICTIPECIIO 0

S BiguyBaro CUIbHY TPUBOTY a00 Maro TSKKY JIETPECII0 1
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JonaTok 6
BixoBi HOpMH iMYHOI100YJ/IIHIB CHPOBATKH KPOBi
y AiTel NMOPiBHAHO 3 JOPOCTUMHU
Bik IgG, r/a IgM, r/n IgA, r/a

Hosonapomxkeni 10,31+£2% 0,11+0,05 0,02+0,03
1-3 mic. 4,3+1,19 0,3+0,11 0,21+0,13
4-6 wic. 4,27+1,86 0,43+0,17 0,28+0,18
7-12 wic. 6,61+2,19 0,54+0,23 0,37+0,18
1-2 poku 7,6242,09 0,58+0,23 0,50+0,24
2-3 poku 8,92+1,83 0,61+0,19 0,71+0,37
3-5 pokis 9,29+2.28 0,56+0,18 0,93+0,27
6-8 pokiB 9,234+2,56 0,65+0,25 1,24+0,45
9-11 pokiB 11,24+2,35 0,79+0,33 1,31+£0,6
12-16 pokiB 9,46+1,24 0,59+0,2 1,48+0,63
Hopocni 11,58+3,05 0,99+0,27 2+0,61

* OgHe cTaHAapTHE BIIXUJICHHS.
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Honpatox 7
PEKOMEH)]AIIIi 1010 OCOBJIMBOCTEN JIETU TA XAPYYBAHHSA
Y IHAHIEHTIB 31 3BI/]

[NamienTH 3 peecTpoBaHUMH IMyHOAE(DIIUTAMUA MalOTh JTOTPUMYBATHCh CIICLIANBHOI JTIETH i
BUMOT Ipu XapuyBaHHi. Lle 3ymoBiIeHO HeOakaHUMHU ePeKTaMH MOPYIICHOT0 OOMIHY PEUYOBUH Yy
nariedTiB 31 3BIJ], mo nposBIAsSETHCS HECTIMKUM 1 3MIHEHHM areTUTOM, MOKJIMBOIO IT1IBHIINEHOIO
YYTIUBICTIO OPTaHi3My 10 XapyoOBHUX AHTUTEHIB (QJEPreHIB), YaCTHUMH JiapesiMH, aHOPEKCI€lo,
HYJI0TOIO, OJIOBOTOXO, ITUTOIEHISIMH. TaKi MamieHTH MarOTh MiJBUIICHY OTpeOy B ixki, Oarariii Ha
O1TKOBI, KUPOB1 KOMIIOHEHTH, a TAKOXK BITAMiHU Ta MIKPOEJIEMEHTH, SKi O MIATPUMYBAIA IMYHHY
CUCTEMY B 33JJOBUILHOMY CTaHi, HE MPOBOKYIOYH MPH I[bOMY JI0OJIATKOBUX yCKJIaTHEHb.

Oco06mBOi TIepecTopord 3 TOYKU 30pYy JOTPUMaHHS Xap4yoBoi Oe3rneku HalOyBae ika, sika
MO’K€ CIIPHYMHUTH MOCTAYaHHS MMATOTCHHUX 1 YMOBHO-IIATOTCHHUX OaKTepialbHUX areHTiB, SIK OT
cBIX1 (pYyKTHU Ta cupi oBoui. ToMy JOHEAaBHA BOHH, SIK MPABUIIO, B3arayi Oyau BUKIIOYEHUMU 13
paIioHy TaKUX MaIli€HTIB.

[HImIMM KEpenoM pi3HUX MIKPOOPTraHi3MiB MOYKHA BBaXKaTH (hepMEHTATHUBHI CTpaBH (KBalleHI
OBOYi), cajaT i Haroi — CBiXKi COKH TOMIO.

3a 1uX yMOB, HaWOLIbII IMOBIPHMM € HAAXO/KEHHS TaKHMX MIKPOOPraHi3MiB:
Escherichia spp., Pseudomonas spp., Proteus spp., Staphylococcus spp, Enterococcus spp.,
Aspergillus spp., Mucor spp.

HeonHo3HaYHUM € B)KMBaHHS TaKOX iK1 3 BEJTMKOIO KUTBKICTIO JTAKTOOAKTEPiil, OCKIJIBKU MpH
MOpYIIEHIH IMyHHIH CUCTEM1 BOHU TE€K MOXKYTh 3yMOBJIIOBATH YCKIaJAHEHHs. ToMy Tka maIfieHTiB
31 3BIJI Mmae BkIOYaTH HAAXO/KCHHS OUIKIB, KHUPIB, BYIJICBOIIB, MIiKPOCJICMECHTIB,
’KUPOPO3UMHHUX BiTAMiHiB 3 TEPMiuHO OOPOOIEHUMH MPOAYKTAMH. IM PEKOMEH0BAHO BKUBAHHS
CUHTCTHYHUX 010JIOTIYHO-aKTUBHHX BITAMIHHHX Ta MiKPOEICMEHTO3HHUX MpENapariB.

Bci npaBuna iy po3AUTUTH Ha TIri€HIYHI Ta Xap4yoBl BUMOTH.

I'irieniuni BUMOTrN

1. Bci npoiyKTH pOCIMHHOTO MOXO/KEHHSI — OBOYl 1 PPYKTU — Mepes MPUTrOTYBaHHAM ixi,
CBIXKOT UM TEPMIYHO 00pO0OIIeHOT cilifi 000B’A3KOBO PETENBHO MTPOMHUBATH B MPOTOUHIN Boi. CBiXki
cupi QpykTH 1 oBoul moBUHHI Oyt BUMUTI BiA 30 10 60 cexyH[ miJ CTpyMEHEM BOAM Ta 00poOieH1
okporoM nepen Dxeto. Lle Bkitouae B ceGe Taki ppykTH, sik OaHAHM 1 alleTbCHHU.

2. Bci 3aknaam rpoMasichbKOro Xap4dyBaHHS, SIKi MAlOTh BIAHOIICHHS O BUTOTOBJICHHS iK1
JUI IMyHOKOMIIPOMEHTOBAHUX MaIli€HTIB, MAIOTh MIAMKUCATH JTUCTU-TIOBIIOMJICHHS, 3T1AHO 3 SKUMHU
BOHHM TOTYIOTh BCIO Ky B CTEpHIIBHUX PYKaBUYKaX.

3. Bes ixa mijyarae MapKyBaHHIO 13 3a3HaYeHHSM 4Yacy 1 JaTu BuUrortosieHHs. Canatu
MaloTh TEPMIH IPUJIATHOCTI A0 1 AHS, BCl 1HIII CTpaBU MOXYTh BUKOPHCTOBYBATHCH MPOTATOM HE
OinpIiie 3-X THIB Micis X MPUTOTYBAHHS.

4. KoxxHa mopirist Mmae OyTH 3arakoBaHa 1HAUBITYaJIbHO y CTEPUIIbHI TTAKETH.

5. Bci M’scHi, puOHI TPOAYKTH 1 SISl HEOOXimHO MiAaaBaTh OOOB’SI3KOBIM peTenbHii
TETJIOBIHA 00pOoOIIi.

6. He no3BossieTbest BXKMBATH callaTH 3 po3/ApiOHOT Mepexki, OCKUIBKM HEMae BIIEBHEHOCTI,
110 BOHU TMIPUTOTOBAHI HAJIC)KHUM YHHOM.

7. He nuTHu Boxmy, SKIIO BOHA HE BUMPOOyBaHA HAa HAasBHICTh MIKPOOPTaHi3MiB 1 HE BU3HAHA
0e3MneuHo}0.

8. MuTtH pyKu /10 1 IiJ] Yac MPUroTyBaHHS 1K1 Ta 0OpOOKH.

9. 30epiraTi MPOAYKTH HAJIEKHUM UYMHOM. [IpuroTOoBaHy TKYy HE CIiJ 3alHMIIaTH TPH
KIMHATHIM TemnepaTypi Oinbli, HiXK Ha 1 roauHy, 100 3amo0irTy BUPOLIYBaHHIO B Hill OakTepii.
[Ipotsirom 1 ToaWHU MMiCIs MPUTOTYBAHHS 1K BOHA IMOBMHHA OYTH OXOJIO/KEHA a00 3aMOpOKEHa
HEBEJIMKUMHU MOPLISIMH.

10. 3amumku i BUKUAAIOTHCS 3 XOJIOAWILHUKA Yepe3 2 JHi.
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Xap4ogi pexomeHaamii

11. JIns iMyHOKONPOMEHTOBAHHMX TAIlIEHTIB B)XMBaHHSA OLTKOBOI TKi y ZBa pa3u OiibIie
000BOT HOPMH.

12. IMyHOKOIIPOMEHTOBAaHHMM TaIlil€HTaM 3a00pPOHSETHCS BKHBATH MAPOCTKU OY/b-IKOTO
BUJTY.

13. IMyHOKOIIPOMEHTOBAHHMM IIalliEHTaM 3a00POHSETHCS BXKUBATH 3€JICHI MPHUIPABH, CajlaTH
Ta rapHip# (IeTpyIIKa, cauaT TOIIO) y BEIHUKii KUIBKOCTI.

14. IMyHOKOIIPOMEHTOBAHHMM TMAIliEHTaM HE TO03BOJISETHCSA ICTH CBIXKI OBOYI 1 (QPYKTH 3
BiJIOMOIO MPO3aNajibHOI0 AKTUBHICTIO.

15. IMyHOKOIIPOMEHTOBaHUM TMAIli€EHTaM pPEKOMECHIIOBAHO YHHMKATH BXXHBAHHS CHUDIB
TPUBAJIOTO MPUTOTYBAaHHS — TaK 3BaHUX JOBrO BUTPUMAaHUX CHpIB: cup Oiro, bpi, deta, poxdop,
KamamoOep, yeniep, CUpH 3 repueM 4iii abo hepMepchKi CUpH.

16. IMyHOKOIPOMEHTOBAHUM MaIli€EHTaM PEKOMEHIOBAHO YHHUKATH BXKMBAHHS TAKOX MIITHUX
4aiB, 30KpeMa mare.

17. IMyHOKOIPOMEHTOBAaHUM TMAI[IEHTAaM pPEKOMEH/IOBAHO YHUKATH BXXHBAHHA COEBHX
npumpas i GepMEHTOBAHUX CTPaB 13 COI.

18. BxxuBaHHs TOQYy JOIMYCKAETHCS B SKOCIT MPHUIPABH, MOMEPETHBO MPOKHUI STYCHOT
IPOTATOM 5 XB. Y BOJIi 200 OyJIbiiOHI.

19. IMyHOKOIPOMEHTOBaHMM  MAI[iEHTaM PEKOMEHJIOBAHO BHKOPHCTOBYBAaTH  TUIBKU
nacTepu30BaHEe MOJIOKO i MOJIOYHI MPOYKTH, BKJIFOUAKOYH CHP 1 HOTYPT.

20. IMyHOKOIPOMEHTOBAaHMM NAaIliEHTAaM HE PEKOMEHJIOBAaHO BUKOPHCTOBYBATH TpPaB'sHI a00
iHII1 700aBKK 0€3 CXBaJCHHS Jikaps abo JieTosora.

21. IMyHOKOIPOMEHTOBAaHMM TAlliEHTAM pPEKOMEHJOBAHO YHUKATH BXKMUBaHHA iXi B
pecTopaHax IIBHJAKOIO XapyyBaHHs, CaJlaTHUX Oapax, racTpOHOMax, BiJBinyBaHHS OyQeris,
kaderepiiB 1 ByTHYHHUX KIOCKIB 3 MPOAAXKY 1%Ki.
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