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MiacTeHia — XpOHiYHe ayToiMmyHHe HepBOBO-M'A30BE 3aXBOPIOBAHHA, WO KAIHIYHO
NPOABAAETb- CA Y BUIMAAI CNAbKOCTI i MNaToNoriyHOi M'A30BOI CTOMIOBAHOCTI, 3yMOB/eHe
YTBOPEHHAM ayTOAHTUTIN A0 PiSHUX aAHTUFEHHUX MilleHel nepudepuyHOro Helpo-m’A30B0ro
anapaty. MNepebir xBopobu Cynpo- BOAMKYETbCA BUPAXKEHO NAbBINbHICTIO KAIHIYHOI KapTuHW,
HepiAKO 3 NOpYLIEeHHAM BiTanbHUX QYHKLiM, B 3B'A3KY 3 LMM BUHWKAE HEOOXiAHICTb AMHAMIYHOrO
CMOCTEPEeXKeHHA | iHAMBIAYaNbHO nNigibpaHOro ni- KyBaHHA HEBPO/SIOrOM MPW BCTAHOB/IEHHI
[OCTOBIPHOTO AiarHo3y. 3a OCTaHHIM 4Yac Bigbynocsa AOKOpPiHHA 3MiHa NigxXoaiB A0 NiKyBaHHA i
NPOrHO3y MiacCTeHii, 3aCcHOBaHa HA PO3YMiHHIi MNATOTEHETUYHUX MEXaHi3MiB AaHOI NaToAOTii.
Peaniszauis KOMNAEKCHOrO MyAbTUAUCUMNNIHAPHOIO MNiAXOAY B NiKYBaHHI LMX XBOPWUX A03BOJSAE
iCTOTHO 3HM3UTU NEeTaNbHICTb, MPOLOBKUTU KUTTA MNALEHTIB | MONINWNUTU MOrO SAKICTb. 3HAHHA CYTi
3aXBOPIOBAHHA, OCHOBHMX JIAHOK MOro natoreHesy, CMeKTpa Cy4acHUX TepaneBTUYHMUX areHTiB i
ANrOPUTMIB iX 3aCTOCYBaHHA [03BOAKOTL MOANIMWWUTU AKICTb HaZaHHA MeAWYHOI A0MOMOru
nauieHTam 3 MiacTeHielo. Y nigpy4Huky nogaHa iHdpopmauis no miacTeHii Ta miacTeHiyHomy
CUHAPOMY, 30Kpema, iX naToreHesy, KAiHIYHIA KapTWUHI, anropuTmax AiarHOCTUKKM, CTpaTeriam
NiKyBaHHA.

BiH po3paxoBaHWi ANA CTYAEHTIB MeanyHOro Gaky/nbTeTy BULLMX HaBYaNbHUX 3aKiagis
Apyro- ro (marictepcbKoro) piBHA BULLOT OCBITU, /liKapiB iHTEPHIB-HEBPOOTiB, HEBPOOTiB, NiKapis
CiMeNHOI MeaMUMHU WOoA0 BMBYEHHSA NMWUTAaHb OpraHisauii AKiCHOI Ta Ai€BOi 4ONOMOIM XBOpUM i3
MiaCTEeHIEID Ta YK/IaA4eHUI y BiANOBIAHOCTI 40 HABYaNbHOI NpOrpamum Ao Aucumniaiin «Hesponoria»
NAroTOBKM daxis- LiB Y BULLMX HaBanbHUX 3aKknagax MO3 Ykpainu (27.04.2017 p., npoTokon Ne27),
HaBYaNbHOI Mporpamum LMKy cneuianisauii (iHTepHaTypu) 3 ¢daxy «Hesponoris» (15.02.2018 p.,
npotokon Nel), nporpamu Ha- BYaNbHOI AMCUMNAIHM «HeBponoria» NiAroToBKM daxiBLis Apyroro
(maricTepcbKoro) piBHA BULLLOT OCBITU ranysi 3HaHb 22 «OxopoHu 340poB’a» (06.09.2018 p., npoTokon
Neo1).

(npak

CNUCOK CKOPOYEHb

AKTI — aipeHOKOPTUKOTPOMHUI FOPMO
BAC — 60KoBUIH aMioTpodiYHUIA CKEPO!
BBII' — BHYTPilWHbOBEHHE BBEAEHHA IMYH
BMC — BpoZsKeHi miacTeHiuyHi cuHapomm
KC — rntoKoKopTMKoCTEepOiam

OKP/T — npiBHOKNITUHHWMIA paK nereHb
00 — puxanbHuii 06’em

IA — imyHOagcopbuin

IAN — imyHoaacopbuUiiHMiA Nnasmadepes
I/T — iHTepneWnkiH

MAT — miacTeHis, acouiitoBaHa 3 TUMOMO!
MOB — miHiManbHUI 0bcAar Bonxy

MM — MmiHimanbHi NposBK (3aXBOPIOBaHHS
MM — miacTeHiaA 3 Ni3HIM noYaTkom
MPIT — miacTeHif 3 paHHIM noYaTKOM
MC/I — miacTeHiuHMi cuHapom Nlambept
HAP — HiKOTMHepriyH1i1 aLeTUIXoNiHOB
HM-MC/1l — Henyx/JIMHHWIA BapiaHT MiacTe
OB-HMI' — 04HOBO/IOKOHHA Helpomiorpe
M3KK — noTteHuian-3anexHi KaibLiieBi Kar
Nd — nnasmadepes

N®N — noaginHo dinbTpaLiiHWiA N1asm
Crb — cuHapom liieHa-bappe

CMMAO — cKnagHWin M’ A30BUIA MOTEHL,ias
Aji CCH — cepiltHa cTumynAuia HepBsa
LLIB/1 — wTy4yHa BEHTUANALIA NereHis
OHM-a — ¢daKkTop HEKpPOo3y NyXJWH

a AchR — aueTtuaxoniHosui
peuenTop

AChR* — Cepono3nTUBHUI LU0
AUETUNIXONIHY AChR™ —  cepoHe

peuenTopiB auetTuaxoniHy AZA — asaric
CPP — uuknodocdamipg,

CSA — umknocnopuH A

DELTA-P — TlonnaHAcbKo-aHrNiNcbKa
NambepTa- IToHa i3 nyxauHoto (DL
association prediction score) DHFR — gy
FDA — YnpaBniHHA NPOAOBO/IbCTBA i Me,
ITAM — TMPO3MHBMICTHI aKTUBALLiMHI NOC
receptor- Tyrosine-based-Activation-Mc
Lck — Src-kiHa3za

LRP4 — ninonpoTeiH-nos’a3aHuii peuenT
LRP4* — cepono3nTMBHMIA WOAO NiNOng
4 MGFA — MiacmeHiyHa acoyiayia C
America) MMF — mikodeHonaty modeTu
MTX — meToTpeKkcat

MuSK — m’sizoBo-cneundiyHa KiHasza
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MuSK* — ceponosunTmsHmii LWoA0 M'A30B0-crieundidHoi KiHasn
MuSK™ — cepoHeraTMBHWI WOA0 M'S30BO-cneundiuyHol KiHasu
PTPN22 — npoteiHtuposnHdocdaTasa HepeLenTopHoro Tuny 22
QMGS — KinbkicHuii 6an miacTeHii (Quantitative Myasthenia Gravis Score)
RyR — piaHoauHOBWI peuenTop

TCM — Takponimyc

TCR — T-KNiTUHHWIA peuenTop

Th — T-xennepwm

TPMT — TionypuHmeTUnTpaHcdepasa

TNFAIP3 — reH npeaucnosuuii ®HMN-a-iHAyKoBaHoro 6inka 3

Treg — perynatopHi T-KNiTuHM

3,4-DAP — 3,4-piamiHonipuamH

1. BCTYN

MiacteHis (myasthenia gravis) — XpoHiuHe ayToiMyHHe HepBOBO-M'A30B€ 3aXBOPIOBAHHSA, O KNIHIYHO
MPOAETLCAYBUNALICIABKOCTIINATONOTYHOIM' A30BOICTOM/IIOBAHOCTI, 3yMOBNE€HEYTBOPEHHAMAYTOAHTU-
TiNA0pPI3HUXAHTUTeHHUXMILEHennepudepryHoroHepo-m'asoBoroanapaty.fepebirxsopobucynposo-
[KYETbCABUPAKEHOI0NABINbHICTIOKNIHIYHOTKAPTUHK, HEPiAKO3NOPYLLEHHAMBITaNbHUXDYHKLiA,B3B'A3KY
3UMMBUHMKAEHEOOXIAHICTbAMHAMIYHOTOCMIOCTEPEKEHHAIHAMBIAYaNbHONIAIOPAHOrONIKYBAaHHAHEBPO-
JIOTOM MpPW BCTAHOB/IEHHI [AOCTOBIPHOrO AjarHo3y. MMaujeHT noBuHeH 6yTn noiHdopmoBaHMIA Npo
€BO/IIOLLII0  3aXBOPIOBAHHSA, B TOMY YMC/i MPO MOMKAMBI BapiaHTM i HenepesbadyBaHi MOMEHTH, BCi
meToam NiKyBaHHSA, MOXK/IMBOCTIIOroepeKTUBHOCTIyCKNagHEHD. 3a0CTaHHi 20-30
POKiBBiAOYNOCALOKOPIHHA3MIHAMIAXOAiB [0 NiKyBaHHA | MPOrHO3y MiacTeHii, 3aCHOBaHa Ha PO3yMiHHi
naToreHeTUYHUX MeXaHi3miB [aHOoi naTtonorii. Peanizauia KOMNAEKCHOrO MynbTUAMCLMMNAIHAPHOTO
niaxody B NiKYBaHHI LIMX XBOPWUX A03BOMAE iCTOTHO 3HU3UTU NETasIbHICTb, MPOAOBXKUTU XKUTTA
NaujieHTIB i NOMIMWMTA MOro AKicTb, Toaji AK Wwe 50 pokiB Tomy cepeaHs TPMBANICTb NPU MiacTeHil
cTaHoBWMA 4-7 pOKiB. 3HaHHA CyTi 3aXBOPIOBAHHA, OCHOBHMX /IAHOK MOro mnatoreHesy, CnekTpa
CY4YaCHUX TepaneBTUYHUX areHTiB i anropuTMiB iX 3aCTOCyBaHHA [A03BOAKTb  MOAIMNWMTK AKICTb
aNaHHAa MeNWUYHOT NONOMOTA NAIEHTAM 3 MIiACTOHIED

N.B.

AYTOIMYHHI HEPBOBO-M’A130BI 3AXBOPHOBAHHSA

HabyTa ayToimyHHa miacTeHis

MiacTeHiyHui1 cuHapom JlambepTa-IToHa

® HelipomioToHia (cuHApom lcaaka)

2. EMIAEMIOAOTIA

HuHi yacTtoTa miacTeHii ctaHoBMTb 20 BUNaakis Ha 100 000 HaceneHHA. BBaxatoTb, WO KiNbKiCTb
XBO- PUX, Y AKMX Lie 3aXBOPIOBAHHA He BUABNEHO, B 2—3 pa3u Buwa. CniBBiAHOLWEHHA YOIO0BIKIB i
KIHOK — 1:3. Y niTHbOMYy BiLi CMiBBIAHOWEHHA BUPIBHIOETLCA, YONOBIKM XBOPIOTb TaK CaMO 4acTo,
AK i KiHKK. [le6toT 3axBOPHOBAHHA Y XKIiHOK YacTiwe BiabyBaeTbea y depTuibHOMY Bili (cepesHilt BiK
3axBoptoBaHHA — 31,7 pPOKy 3 ABOMA Nikamu 3axBoptoBaHocTi — B 20-29 pokis i noHag 50 pokis), y
yonoBikiB — 30—40 pokiB, Npu TOMy PO3BUTOK MiacCTeHii MOXKe cTaTucA B Byab-AKMI MOMEHT Big,
neplwnx AHiB XUTTA (MiacTeHia HOBOHAPOAMKEHMX) A0 MOXWUAOro BiKY, 75% XBOPWX Ha MiacTeHito
XBOPIitoTb Yy Bilji 15-30 pokis (20% — no- Hag 60 pokis). [AuTtaya miacTeHis ctaHoBUTL 10-24% Big,
ycix nauieHTiB. Y 10% BMNAAKiB 3aXBOPIOBAHHA MOEAHYETHCA 3 ayTOIMYHHUM rinoTupeosom, y 80%
BUNaAKiB — 3 rinepnsasieto Tumyca, B 15% — 3 TUM- OMOI0 (3 HUX y 30% — i3 3/105IKICHOI0), TaKOX
po3/1a4, MOXKe CyrnpoBOAXKYBAaTUCA TUPEOTOKCMKO3OM, PEB- MaTOigHUM apTPUTOM, CUCTEMHUM
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MiacreHia. Mliapy4HK ANA CTyAEHTIB MEAMIHOTO GaKybTeT
nikapiB  iHTEPHIB-HEBPOAOTB, HEBPONONiB, Nikapis CiMEITHON |

36iNblLIEHHAM TPMBANOCTI KUTTA XBOPMX H
WO NpWMBOAMUTL A0 NOAIMWEHHA AiarH
natosiorii  ctaHoBUTb 60%. KonusaHr
BM3HAYAETHCA HiNbLLIOKD  MipOtO AKICTIO A
BigMiHHOCTAMM.

3. NATOrEHE3

AKTUBHI AOCAIAXEHHA ayTOIMYyHHM:
POKiB. YBary BY4eHUX NPMUBEPTAIOTb fAK Cce
€HOOTeHHUX | eK30TeHHUX YMHHWUKIB,
6inkoBux  (HanpuKknag, CypBiBiHY)
XoniHopeuenTopiB, 3MiH 6yA0BU iOHHW)

OcTaHHIM Yacom BMBYAETbCA PO/b
BaXKAUBUI ANA NOAINY KNITUH, anonTos3
Yy peanizauii afanTMBHUX IMYHHUX peakl
CD8+ Ta mo3piBaHHA B-KniTMH. Y niTepa
[iarHOCTUYHOrO Ta MPOrHOCTUYHOIO Ma
rinepTeHsii, po3ciAHOMY CKiepo3i, 3an:
HU3KU BYEHUX, KOMMOHEHTU CUCTEMM K
nepegadi, AKe KAIHIYHO MNPOABAAETH(
AKTUBHOCTI CUCTEMWU  KOMMIEMEHTY B Na

B icTopiiBMBYEHHANATOreHe3ymiacT
QHTUTEHHUX CTPYKTYp, WO MOXe C
3aXBOPIOBaHHA i OyTM [Kepenom iH
JocnigXKeHHA KOHLeHTpaLii cMpoBaTKO
Y reHeTuui 3aXBOPIOBAHHA BWU- 3HAYyeH
BMJIMBAE HA PO3BMTOK MiacTeHii. [an
naTtoreHesy.

MpadiuHe 306paxKeHHN MexaHi3miB Mi

3.1. AHTUTIAG

MeToa, BM3HAaYeHHA MApPKepHUX at
3axXBO- pPOBaHb. Y niTepaTypi onncaHo |
NigKPECNIOE PI3HOMAHITTA MeXaHi3MiB I
NiHIYHWMX NDOABAX

N.B.

AHTUTINA A0 AHTUTEHIB HEPBO
auetunxoniHosux peuentopis (AChF
M'A30BO-CneupdiuHOi TMPO3UHKIHA3
ninonpoteiH-nos’sa3aHoro pew.enTopt
daKTOpiB, I0KANI30BAHNUX B CUHANT
KONareHy, Lo JIOKaNi3y€eTbCA Y MO3:

AHTUTINA 00 AHTUTEHIB CKEJIE
piaHoanHoBMX peuenTtopiB (RyR)

TITIHY
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BM3HaYeHHA TUTPY aHTUTIA OO0 CTPYKTYP aLETUNXONIHOBUX PELLenTopiB BXOAWUTb A0 HU3KM
KpUTEpIiB  AiarHOCTUKM Cepono3nUTMUBHOI MiacTeHii. MepeBuLleHHA pedepeHTHUX BEMYUH, 33 AaHVMU
niTepatypu, BusHa- 4aetbea y 80-85% xBopux, cepen AKMX nepeBa)katoTb MALEHTU 3 reHepanisoBaHo
dopmoto. Enigemionoriynuit
aHani3 NaLieHTiB BUABMB 6IMOLANbHMI PO3MNOAIN NiABULLEHHA TUTPY aHTUTIA L0 aLETUAXONIHOBKX peLLenTopis —
Cepono3nTHBHI NaLLEHTV NepeBaxkanu cepes *KiHoK Bikom 20-40 pokis i YonoBiKiB moxunoro Biky (60-80
POKiB).

MiacreHia. Mliapy4HK ANA CTyAEHTIB MEAMIHOTO GaKybTeT
nikapiB  iHTEPHIB-HEBPOAOTB, HEBPONONiB, Nikapis CiMEITHON |



10. 0. MatsieHko, T. I

Tm——
@ MITOXOHAPIA
| 3

LY LERaLLYE ._,__y-:_t-

Ayorwixoninec ropasa
Mgt imnms
== | nommwye

CHMITTOMM MOCTERIT

PucyHok 1. Helpo-M'930BUI CMHANC | KAIOYOBI €AEMEHTH NaToreHesy miacTeHii. HeiMpo-m's3oBa
nepeAQqya BKAIOYAE NPECUHANTUYHE BUBIAbHEHHSA ALLE TUAXOAIHY, IKUH 3B'A3YETHCS 3
ALLETUAXO- AIHOBUMM PELLenTOPaMM NOCTCUHANTUYHOI MemBpaHu. LLi pel,enTopu B3AEMOAIIOTS i3
KiAbkoMa GiAKOMM 3raACHOT MeMBpaHy, 3okpema Dok7 i pancurom. Ix MyTaHTHI doopmu
BQDKAMBI AASl PO3BUTKY BPOAXEHUX BAPIGHTIB MIACTEHIi. AHTUTIAQ AO ALLETMAXOAIHOBMX
peuenTopi, m'a30Bo-cnewuuddidHoi kKiHasn (MuSK) i AinonpoTeiH-noB’a3aHOro pewenTopHoro
6inka 4 (LRP4) cnpuumMHAIOTb M'930BY CAQBICTb Y TOKMX XBOPUX. AHTUTIAQ AO
BHYTPILLHbOM'A30BUX BIAKO TUTMHY TA PIAHOAMHOBMX PELLENTOPIB € PEAEBAHTHUMM
6iomapkepamu B NEBHUX NIATPYNAX MALIEHTIB 3 MiaCTeHi€0. ALLETMAXOAIH PO3NAATETLCS Nia Ai€io
ALLETUAXOAIHECTEPA3H, O MPU- THIMEHHA OCTAHHbOI CMPUYUHAE CUMNTOMATHYHE MOAINLLEHHS Y
XBOPUX
Axepero — N Engl J Med 2016; 375:2570-2581.

Miacteis. Miapy4HUK ANA CTYAEHTIB MEAUYHOTO daKybTET
nikapiB  iHTEPHIB-HEBPOAOTB, HEBPONONiB, Nikapis CiMEITHON |

Kpim cybogmHWLb HIKOTMHOBOTO pe
HanNTUYHUX YTBOPIB (MyCKapMHOBI peLen
a TAKOXK M’A30Bi CTPYKTYPU (TUTUH, piaHC

MpubnusHo B 70% BUMAAKIB cef
MyCKapuHo- BuX peuentopis (MuSK),
TAXKKOro nepebiry XBopobu, Koin ypax
3aXBOPIOBAHHA cnabo pearyloTb Ha
imyHocynpecusHoi Tepanii.

AHTWTING [0 ninonpoTeiH-nos’s3al
BUNaAKax Yy NoABIMHUX CepOHEeraTUBHUX
Y KpOBi B TaKMX MALEHTIB He BU3H
nepeBarkatoTb MaLEHTM XKIiHO- YOi cTaTi |
33 M'A30BMMM rpynamu nogibHa [0  Ce
KNiHIYHA KapTMHa 0BMeXYeTbCA anLle O
BiZNOBiAb Ha iHribGiTOPM aueTUAXoNiHECTEp

LLle o4HMM KOMMOHEHTOM MOCTCUH:
KNITUHHOTO MaTPUKCY, AKUIA BUKOPUCTO
noctdyHKLUioHanbHOro aAndepeHLioBaH
3 YTBOPEHHAM TETPAMEPHOro KOMMJIEKC
noAanblli CUrHANbHI WAAXK.

Ha gymky F. Romi Ta iHLwmnx

nepcnek- TUBHUM € BUBYEH!
33apaxoBylOTb aHTUTINA [0 KOMMOHEHT
aHTUTING), aHTUTING L0 €KC- TPaKTy /i
Ta aHTWUTING 4O TUTUHY i piaHOAN- H
MiacTeHii, noB’s3aHoi 3 TUMomoto. Cepe
M’513iB, 0COBMBO [0 TUTUHY

AHTUTINA A0 CTPYKTYpP KaNieBUX Ka
B AnoHii. HaABHICTb UMX aHTUTIA T
MiaCTeHIYHUMK Kpu3amu,  TUMOMOKC
eN1eKTpoKapAiorpami, BUABNEHHAM HeWp
B €BPOMENCHKIN nonynALii 3a3Ha4eHi N
MiacTeHii, NnepeBakHO O4YHO GOpPMOlO,

Y YacTUHW NaUIEHTIB, AKI HanexKanl
BW- ABWB @HTWUTINA [0 KOPTAKTUHY, K/
3MiHYy cur- Hanisauii TMPO3nHKiHa3u. B
Pi3HMX KNITMHHUX npouecax, AKi 3abe:
BHYTPILWHBbOKAITUHHUX 4acTUHOK. KopT
3HUKYE aKTMBHICTb Src- KiHa3. docd
cneundivyHMX curHanbHUx b6inkis B SH2-
Cnig,  TakoX 3a3HauMTH, WO KopTa
MNIOCKOKANITUHHIM KapLMHOMI ronoBu Ta

Bu3HauYeHHsA CMPOBATKOBMX aHTU
CMOJIYYEHHA € BaXK/IMBUM IHCTPYMEHTO
CEePONOTiYHMX Map- KepiB MOKHA BV
3aXBOPIOBaHHA.

3.2. lnutokiHun

LlMTOKiHM BigirpaloTb BaKAMBY PC
iHTEHCMBHICTb Nepebiry 3anasbHUX 3MiH
cepesHuKN BOHM BepyTb yyacTb y anode



10. 0. MatsieHko, T. I. MiacreHia. ligpy4HyK 4NA CTY/AEHTIB MEAMUHOTO ¢akygbrgr
NIKapIB  IHTEPHIB-HEBPOAOrB, HEBPONOrIB, NIKapIB CIMEMHOI
dopMyBaHHI MexaHi3MiB MiXKKNITUHHOI B3aEMOAIT, LLLO SIexKaTb B OCHOBI iMyHHOT Bianosiai. OcHOBHa
X 6ionoriyHa akKTUBHICTb — perynaAuia iMyHHOI Bi4NOBIAj Ha BCix eTanax ii po3BUTKY.
3aranom cnif, 3a3HauMTK, WO BCA LA Be/JMKa rpyna eHAoreHHUX perynatopis 6epe yyacTtb y
po3no- aini n andepeHLjitoBaHHi KNITUH-NonepeaHuUKIB dyHKLIOHaNbHO AKTUBHUX
iMYHOKOMNETEHTHUX KAITUH,
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3MiHi eKcnpecii aHTUTeHIB i PiI3HUX MapKepiB, XeMOTaKCUCi, NepeMMUKaHHI CUHTE3Y iMyHOTN06YNiHIB,
iH-  AyKUii  UWMTOTOKCMYHOCTI B Makpodaris, nponidepauii  aHTUreH-YyTAMBUX  NiMPOLMTIB,
ondepeHLitoBaHHi  B-KAITMH y npoayLeHTV iMyHOrN06YyNiHIB, NepeMnKaHHi CUHTE3y iMyHOrN06yNiHiB
3 OAHOrO i30TUMNY Ha iHWWIA, 3abe3neYyeHHi A03piBaHHA NoNepeaHUKIB UMTOTOKCUYHUX T-KNITUH 40
3pinux edpekTopiB, iIHAYK- Ll LUTOTOKCUYHOCTI Yy Makpodaris, GopMyBaHHI BOTHMLLA 3anaseHHs.

LnToKiHM nNpu ubomy BifirpatoTb KOOPAMHYIOYY PO/b Y MaToreHesi ayToiMyHHUX 3aXBOPIOBAHb,
6epyun yyacTb y B3aemogiax B-nimbouutie i T-xennepis (Th). Tak, UMTOKIH MOXKe BM/IMBATU Ha
peLenTopu KNITUHU, AKa MOro CUHTE3YE, NPUAETNT KNITUHW, @ TaKOXK KNITUHK BigdaneHux opraHis. Y
2015 p. Yilmaz i cniBaBT. Ha eKcnepuMmeHTanbHiM Mogeni aBTOIMYHHOI MiacTeHii 3acBigumau, Wo
3MEHLWEHHA KiNbKOCTI  LUMTOKIHIB KOPENE 3i 3HUMKEHHAM pPiBHA aHTUTIA 40 aULeTUIXONIHOBUX
peuenTopis.

BueHi BMABMAW 3B’A30K MK NigBuweHHAM piBHA @PHM-a (pakTop HEKpOo3y NyxavHu a),
iHTepnenkiHy 17A i 21 (IN1-17A ta 11-21) i TAKKiCTIO 3axBOptoBaHHA Npyv MuSK-no3uTUBHIIA miacTeHii.
®OHM-o0 nNpuUrHiyye  aKTUBHICTb  T-perynAaToOpHMX KAITWUH, SAKi  3HWXKYIOTb aBTOPEAKTMBHICTb
iMYHOKOMMNETEHTHUX KAITWUH, NpY  LbOMY 3HUXKeHHA piBHA ®HIM-o npuBoaAuTbL A0 BiAHOBAEHHA
YHKUT UMX KAITUH.

3paTHictb  I/1-10, AKMA  CUHTE3YETbCA PErynaTopHUMM  T-KniTuHamu 1 Tuny, CcTpumyBaTu
aKTUBALIO edEKTOPHUX IMYHHUX KNITMH Nif Yac aBTOIMYHHUX BiAMNOBIAEN NiAKPECtOE iX CyTTEBY pob
y niagTpUmui  iMyHHOI TONEepaHTHOCTI. IHTepnelikiH-27 (I/1-27), uyneH cimeicTBa reTepoamMmepHUx
UMTOKiHIB, ByB iAeHTUdI- KOBaHMI AK BaK/AMBUI LMTOKIH, WO npurHidye edpektop Thl7 i cnpwuse
YTBOPEHHIO KAiThH Th1l.

KnitnHuu Tuny Th17 6epyTb y4acTb y PO3BUTKY aBTOIMYHITETY. T-KAITUHK, WO npoaykytoThb I/1-17 i
IN1-10, GYHKUIOHYOTb Y pPeXUMi MPUTHIYEHHA 3ananbHUX peakuin. I1-17 npucyTHin B micuax
3aManeHHA TKaHWH NpW aBTOIMYHHUX 3aXBOPHOBaHHAX. Takoxk T-xennepamu cuHTesyetbea 1/1-23,
AKUI Bepe yyacTb Yy MexaHi3Max nopyLleHHA aBTOTONIEPAHTHOCTI B LLEHTPasbHIl HEPBOBIM cUCTEM.

JocnioHWKM Ha eKcnepuMeHTasbHIiM Mmogeni miacTeHii 3acBigunnu, wo 1/1-12 — BupiwanbHUi
UMTOKIH  ana avdbepeHuyjiauii Th1-kniTuH, Wo 6epyTb yyacTb y PO3BMTKY MiacTeHii, a /1-10, sKkuii €
NOTY>KHUM GAKTO- POM AnbepeHLitoBaHHA B-KNiTWUH, TaKOXK CMPUAE PO3BUTKY LibOrO 3aXBOPHOBAHHSA.
HaBnaku, 1/1-4 mae aHTa- TOHICTUYHI edeKTn, NepeLuKoAKaruM PO3BUTKY CUMMTOMIB MiacCTeHii.
36inblweHHn pisHA I/1-10 y NauieHTiB 3 reHepani3oBaHo GOPMOLIO 3HAYYLLE BULLE, HiXK Y NALLEHTIB i3
NOKaNnbHO GopMOoto 3rafaHoi naTonorii.

Y Hu3ui pobiT 3acBigyeHo, WO B MALEHTIB, AKI OTPMMYIOTb IMYHOCYMpPECcUBHY Tepanito,
36iNbLIYETLCA  KiNbKICTb KNITUH nam’aTi. Mpu ctumynauii CD40 y naujieHTiB 3 miacTeHielo 6yno
OTPMMAHO 3HAYHO HWKYi piBHi I/1-10 i 1/1-6, HiX y rpyni KoHTposto. Mpu ctumynauii CD40 i B-
KNITUHHUX peLenTopiB Ha A0AATOK A0 3MiH 3 BOKY LMX UMTOKIHIB TAaKOX 3MEHLLYBaNIOCA YTBOPEHHSA
®HN-a.

Mpaui Akiyuki Uzawa i cnisasT. (2016 p.) 3acBigunu, Wo B CMPOBaTLi KPOBi B CEPOMNO3UTUBHUX
na- UieHTiB BigbyBaeTbca 36inbweHHA BmicTy I/1-15, 1/1-19, 11-20, IN-28A, IN-35, ki iHAYKYOTb
nposidepauio niraHpa, CygUHHOTO eHAoTeNianbHOro GpakTopy PocTy. 3MiHa LMTOKIHOBOro npodinto
Y XBOPUX BKA3Y€E HA POJib LIUX MOJIEKY/ Y PO3BUTKY MiacCTeHii.

MoXNnBO, BUABNEHHA 3MiH LUTOKIHOBOrO Npodifito y XBOPMX Ha MIaCTEHIl0 MOXKe CNYKUTU
Ba)K/U- BUM MPOTHOCTUYHUM GAKTOPOM Yy [iarHOCTULL, @ TaKOX BMKOPMCTOBYBATUCA B PO3PO6LL
npenaparis 3 HOBMM MEXaHi3MOM gji.

3.3.IMyHOUUTH

3axucHa QyHKLia iMyHHOI cucTemm 3abe3nedyyeTbcA 3a PaxyHOK 34aTHOCTI po3nisHaBaTv
NpaKTU4Y- HO TMOBHMIM CNeKTp 30yAHWMKIB, HAABHOCTI iIMYHOMOrYHOI Mam’saTi, CNpAMOBaHOI Ha
reHepauito WBMAKOI  BiAMOBI4i, iMYHONOrYHOI TONEPAHTHOCTI, WO [AO03BONAE YHUKHYTU
MOLWKOAXKEHHA BNACHUX CTPYKTYp. BigoMO, L0 OCHOBHOW NPWYMHOK BUAINEHHA B OpraHi3mi
BE/INKOI KiIbKOCTi aBTOAHTUTI/I € MO3UTUBHUIA BifAbip aBTOpeaKTUBHUX T-KAITUH Ta BUBipKOBa BTpaTa
perynAtopHux T-KkAiTMH. Came TOMy LWe OAHUMM  HanpAMOM Yy JOCAiAXeHHi ocobausocTei
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IcHye Kinbka T1nis T-kAiTWH. Ix nonynauji po3pisHATLCA AK 33 MeMBPaHHUMMU MapKepamu, TakK i
332 Cnocobom po3snisHaBaHHA aHTUreHy i BUMKOHYBAHMMWM dyHKUiAMM. Ha noBepxHi T-KAiTWH
dYHKLIOHYE peLien- TOPHWUIA KOMMEKC i3 YHIKaZIbHOIO CTPYKTYpPOO, WO 3YMOB/IOE PYHKLIOHYBAHHSA
UMX KNiTUH. KpiMm OCHOBHOTO peLenTOpHOrO KOMM/EKCY, Ha MOBEPXHi eKCrnpecyeTbcA HM3Ka
[OMOMINKHUX BIZIKOBMX KOMMNIEKCIB — Kope- uenTopis. CD4, CD8, CD3, CD28 — Haibinbl 3HauylLi 3
HUX. OyHKUiOHanbHO BaxkaMBi KopeuenTopu CD4 i CD8 noB’s3aHi 3 TMPO3MHKIHA3HOK CUMCTEMaMMU i
KOCTMMY/IIOIOUOI0 MOJIEKYIOH0.

YactnHa T-KNiTUH OYHKLIOHYE AK LUMTOTOKCUMYHI KAITUHWM, 3HUMKYHOYM HAZMIPHO iHTEHCUBHY
iMYHHY  BIANOBIAb i aBTOArPecito i BUKOHYIOUM PONIb PeryasTopHux T-kaituh (T ). B 6ap’epHux
TKaHMHAX BOHW B3AEMOLiIOTb 3 eniTeNiounMTamm, CTUMYNIOIOUM TX BUMKMBAHHA Ta QYHKLIOHANbHY
AKTUBHICTb, CMPUAIOYM  BiJHOBNEHHIO eMiTeNito Npu MOro NOLWKOAKEHHAX.

MpupoaHi perynatopHi T-KAITMHKM 3anobiratoTb peakuyii iHWKx T-nimboumTie Ha BAACHI
aHTUreHW opraHisamy, obmexkytoum Bci dopmu imyHHOT Bignosigi. Came Ui KNITUHWM rapaHTyOTb
NPUTrHIYEHHA aK- TUBHOCTI AYTOPEaAKTUBHUX KAITUH, AKI YHWUKAM HeratMBHOI cenekuii npu
po3BUTKY. TaKoX Yy npoueci AndepeHLiloBaHHA PEeryiaTopHUX KAITUH Ha iX MOBEpXHi
eKcnpecytoTbea iHWi (YHKLUiOHaNbHO 3Hauywi MembpaHHi MoieKynu. BueHi TakKoXK BUABUAK
3HUMKEHHA CYNPecUBHOI aKTUBHOCTI NIMbOLUTIB NPU Ha- ABHOCTI AedeKTy B CTPYKTYpI Treg.

Knitnhn Treg € cybnonynsauieto T-KNITWUH, AKi NPUIHIYYIOTb AKTUBALO iHWMX IMYHOUMTIB i TUM
camum
NiATPMMYIOTb FOMeOCTas iMyHHOI cuctemu. Bnams T  HA NaTOreHE3 ayTOIMYHHMX 3aXBOPIOBAHb, 30Kpema
Mi- acTeHii, BUBYAE HU3KA AOCNIAHUKIB 3 Pi3HUX KpaiH. BuyeHi npunyckatoTb, WO GYHKLiIOHANbHWUIA
nediunT KNiTUH Treg MOXe NpU3BecTU A0 He34aTHOCTI NPUTHITUTU ayTOPeaKTUBHI T-KNiTMHU. Bnaus
Ha OCTaHHI, 33 AeAKUMW  AAHMMM, € NEPCMEKTUBHUM HaNpPAMOM Yy Tepanii ayToiMyHHUX po3aagis. Ha
OYMKY HU3KM OOCNIOHVKIB, came pPerynaTopHi T-NimpoumTi € HalUiKaBiluMMM y BUBYEHHI naToreHesy
MiacTeHii.

Kpim T-KniTMH, B-KNiTMHM TakoX 6epyTb y4yacTb Yy PO3BUTKY MiacTeHil LWIAXOM
NPOAYKYBaHHA aAyTOQHTUTIN. BMBYEHHA KAITMHHMX MEXaHi3MiB ayTOIMyHHOroO 3aXBOPIOBAHHA €
NepPCNneKkTUBHMUM HanpAa- MOM A/a TapreTHoi Tepanii. [ocnigKeHHs nopyweHHs QyHKUil
perynaTopHux T-KNITUH, AKI NOB’A3aHi 3 TAMKICTIO 3aXBOPHOBAHHA, BUK/AWKAOTb HaWbiNbLIMiA
iHTepec. AKTMBHO poO3po6/AIOTLCA MiAXOAM LWOAO MOAINWEHHSA, HaBiTb Kopekuii ¢yHKuii T-
nimboumTIB, LLLO MOXKHA BUKOPUCTATW B NiKyBaHHI MiacTeHii Ta iHWMWX CNOPigHEHNX 3aXBOPHOBAHb.

3.4.Peuentopu i hepMeHTH

PesynbTaTom BCiX B3aemogili, WO BiabyBalOTbCA Ha KNITUHHOMY PiBHi, € XiMiyHi
nepeTBOpPeHHA. PaHille BMBYEHHA Kackagy CUIHaNbHWUX LWAAXIB 3 TEXHIYHUX NPUUMH 6yno
HeJOCTYMHMM, BYEHMM 3a/M- LWWANOCA TiIbKM MPUNYCKATU MPO MOXAMBY POJIb TUX YU iHLLIMX
6i0N0rYHNX PeyoBMH. 30BHIWHI GaKTOpM, WO BMAMBAIOTL HA PELEeNnTopu KAITMHHOI MembpaHu,
npu3BoAATb A0 KOHOOPMALMHMUX 3MiH iX CTPYK- Typu, TUM CaMWUM CMPUYUHAIOYM aKTUBALLitO
depMeHTaTUBHUX CUCTEM, LLO BiAirpatoTb posib BTOPUHHUX MOCEPEHUKIB Yy peanisaLii KOHKpPeTHoro
curHany.

Llle oaHMM HanpAMOM Yy BMBYEHHI NaToreHesy MiacTeHii Ta IHWWX ayTOIMYHHMUX 3aXBOPHOBAHb €
[OCAI- [IyKEeHHA KacKady CUTHaZbHUX LWAAXIB, WO 3abe3neyytoTb GYHKLIOHYBaHHA iIMyHHUX KNiTWH. Ha
pi3HMX eTanmax nepegadi curHany i 34IACHIOTb  MONEKYNIN-GEePMEHTU (FONOBHUM  YMHOM
NpOTEIHKIHA3K, WO aKTUBYIOTb BiNKM Ha KOXKHIl Yeprosiit cTadii nepegadi curHany), a TakosK afanTopHi
Ta [T®-38"a3ytovi 6inku.

HalinepcnekTUBHIWMMM Yy  BMBYEHHI MNaToreHesy MiacTeHii € CUrHanbHi  WAAXwM,
nos’ssaHi 3 T-peuenTopom, 3yMOB/JEHi B3aEMOZIED OCHOBHOIO peuenTopa AimdouuTie i3
MOJIeKy/lamu Kodep- MeHTIB, a TakoxK Toll-nogibHi peuenTopHi waaxu. KiHLEBMM NpoayKTOm €
TPAHCKPUNLiMHI GaKTOpK, AKi NPU3BOAATbL 40 3MiHM aKTMBHOCTI reHiB, AK HACNi40K NocuneHHs abo
NPUrHIYeHHA CEKPETOPHOT QYHKLT KAITUH iIMyHHOI cucTemu.

T-kniTMHHKIA peuentop (TCR) 3ymoB/OE GYHKLiOHANbHY aKTUBHICTb KOMKHOro T-nimdoumnTa,
Lue HalBaXk/NMBilA CTPYKTypa Ha MembpaHi OcTaHHbOro. BiH [03BOAAE PO3MNi3HABATM TiNbKM
dparMeHT aHTUreHy, MoB’A3aHi 3 MoseKynamu ricTocymicHocTi. KoxHa T-KAiTMHa Mmae cBii
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Mpu aHTUreHHiM ctumynsauii BiabysaeTbca Moro aedochopuitoBaHHA 3a ydacTio pocdaTasum
CD45, wo npuBoAnUTb A0 aKTMBaUjii peuentopa. AKTMBOBaHa Src-kiHasa (Lck) dochopunioe ITAM
(Immune- receptor-Tyrosine-based-Activation-Motif — TWUPO3MHBMICTHI aKTMBaUiMHI NocAigoBHOCTI
aMIiHOKMCNOT B iMyHOpeLenTopax), MNoB’A3aHi 3i 3rafjaHMM peLenTopom, WO MpPUBOAWUTL A0
NiABULLEHHSA aKTMBHOCTI iHWOI KiHasn — Zap70, fAka noymHae ¢pocdopuatoBaTM afanTopHi BinKu:
LAT (Linker for Activation of T cells) i SLP-76, BLNK i SLP-65.

ApanTopHi 6inKK, 38’A3y04nch 3 pepmeHTaMn (TMPO3UHKIHa3amu) Tec-cimeincTea, NiaBuULLYIOTb
aK- TMBHICTb OAHOIO 3 HaMBAXKAMUBIWMX KAYoBUX dpepmeHTiB — npoTeiHpocdoninasm Cy, aka
nepeTBOpPHOE docdatnamniHosuTandocdat Ha KNITUHHIN membpaHi Ha
dochatmamniHoszutTpudocdar i aiaunnrnige- puH. LLi monekynm npuBoaATb A0 aKTMBALl WAAXIB,
wo signosigaoTe 3a yHKUito dakTopis TpaHckpun-  uii NF-kB, NFAT i AP-1, iHiuitotoum
TPAHCKPUILLtO reHiB, WO BiANOBIAaOTb 33 npouecu audepeHLitoBaHHA, nponidepalii  epekTopHoOI
AKTUBHOCTI T-KAITUH.

B reHepauii curHanis, AKi nepegatoTbCA Big noninenTMAHMX NaHutorie kKomnaekcy TCR-CD3,
HaMBAXK/IMBILLOK € HAABHICTb Yy LUMTOMMA3MaTUYHIN YAaCTUHI KOMMNAEKCY aKTMBALiMHOI Nocnigos-
HocTi ITAM, sika nos’sizaHa 3 ZAP-70 — knto4oBuM paKkTopom y nepegadi curHany Big TCR npu ioro
3B’3yBaHHI 3 /liraHAOM.

Kpim CDA45, we ogHMM KAOYOBUM PEryasTOPOM Kackady aKTUBaLii TpaHCKpUNUiiHUX GakTopiB,
LU0 BMIMBAOTH HA GYHKLLIOHYBAHHA iIMYHOKOMMNETEHTHUX KNITUH, € NPOTEiHTUPO3uHPochaTaza Hepe-
uentopHoro Tuny 22 (PTPN22) — perynatop iMyHHOTO romMeocTasy, AKMI MPUrHiyye nepegady
curHanis  T-KNITUHHOTO peuenTopa i Ce/eKTUBHOrO NMPOMOTYBaHHA iHTepdepoHiB Tuny |, a nicns
aKTUBALii pewen- TopiB BN/IMBAE Ha aKTUBHICTb ZAP-70 3a gonomoroto Lck-KiHasu.

Cnif, TaKoXK 3a3HAUNUTU, WO T-KAITUHHUIA peu,enTop 3a PaxyHOK 3B'A3KY 3 iHWMMMK MOJIEKYaMMU,
KO- peLenTopamu, MOXKe rnepenaBaTh AK CUAbHI, TaKk i cnabKi curHanm, HeobXxiaHi Ansa NiATPUMKM
BUXKMBAHHA KNITUH Ha nepudepii i CTBOPEeHHA MexaHi3MiB aBTOTO/IEPaHTHOCTI.

TakMM YMHOM, NATONOFIT B CTPYKTYPi LbOrO KOMMIEKCY MOXYTb MPU3BECTU A0 AUCOYHKUT T-
KNITUH | PO3BMTKY ayTOIMyHHWX 3axBOPHOBAHb, HamMpWKAaa, LYKPOBOro AiabeTty, CUCTEMHOro
YEepBOHOTO BOBYAKa Ta CUCTEMHOI ckaepoaepMii. OCKiNbKM BiNblicTb aBTOIMYHHWX 3aXBOPHOBAHb
BBAXKAOTbCA crneundiuHMMM [0 aHTUreHy, TO MaTonoria B CTPYKTypi T-KAiTMHHOrO peuentopa abo
NopyLUEHHA Moro GyHKLOHaNbHOT  aKTMBHOCTI BiZirpaloTb BMpillanbHy POJb Y MAaTOreHesi 3ragaHux
po3nagis.

Ko)KeH peuenTopHMA KOMMAEKC MaE 3B'A3KM 3 BHYTPILUHbOKAITUHHOIO CUCTEMOIO GepMEHTIB,
HaMbiNbW BaXXMBUMMKU € TUPO3MHKIHA3M | ¢ocdatasn. OyHKUIA TUPO3MHKIHA3 nonarae B
cybctpatHoMy ¢dochopuIoBaHHI MO 3a/MULWIKY TUPO3UHY BiNKiB-MilleHen 418 aKTMBALIl OCTaHHIX.
Haibinbw pgoseseHo posnb PTPN22 i CD45 y po3BUTKY HU3KM ayTOIMYHHMX 3aXBOPIOBaHb, € OKPeMi
BiZLOMOCTI MPO iX 3HAaYEeHHA B NaToreHesi miacTeHii.

OCHOBHY pOJib Yy NepeBefeHHi peLenTopHMx KiHas y poboumnii cTaH BUKOHYE monekyna CD45,
AKa BONOAjE aKTUBHICTIO TMpo3uHbocdaTasn (noasinHoi). Jediumt CDA5 npu3BoAUTbL 40 PO3BUTKY
npo- ABIB TAXKOro KombiHoBaHOro imyHoaediumTy. CD45 BWMKOHYE poOJib  TEHETUYHOro
moaudikaTopa Npu  ayTOIMyHHMX, iHOEKLIAHMX | OHKONOMYHMX 3axBOPIOBaHHAX. Ii eKkcnpecia
0bMEKYETbCA BCIMA A4pPaMM  FeMOMOETUYHUX KIITWMH, B LiOMY, PiBHI eKcnpecii 3pocTatotb 3
[03PiBaHHAM KNITUH. ICHYE KinbKa i30- ¢opm, OyHKUiOHAaNbHA aKTUBHICTb SKUX BM/IMBAE Ha
DYHKLiOHYBaHHA T-KNiTUH.

Y peakux poboTax 3acBiAYeHO 3HMMKeHHA ekcnipecii CD45 y nauieHTiB 3 CUCTEMHUM YePBOHUM
BOBYAKOM MOPIBHAHO 3 rpynot KoHTposnt. OAHak BiAOMOCTI Npo MoOXauBy y4vactb CD45 y
natoreHesi MmiacteHii cynepeynusi.

lUle ogHum depmeHTOM, WO BiAirpae pPosib MOTYKHOrO iHriGITOpy akTMBauii T-KAITUHHOI
curHanisauii 3a paxyHok npouecis gepochopuntoBarHs, € PTPN22. Bit npurHidye dyHkuito Lk i Fyn
Ta aKTUBYE Lyp- depmeHTaTUBHMUIA WAAX.

Y Hu3Ui pocnigrKeHb 3acsigveHo 3B°f30K PTPN22 3 po3BMTKOM LyKpoBoro pgiabety 1 Tuny,
peBmaTo- iAHOro apTPWUTy i CUCTEMHOIO YePBOHOIO BOBYAKA, a TAKOX MOro PoJib Y MifBULLEHHI
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3.5. renu

3a  Cy4YaCcHMMM [AaHMMMK, MEeXaHi3MM NOpPYLEeHHA TO/NePaHTHOCTI A0 ayTOAHTUreHIB
noB’A3yloTb  3i 3MiHaMK eKcnpecii ayToaHTUreHiB, BUKAMKAHUMU BIMJIMBOM MOLUKOAMKYHOUMNX
daKTopiB, @ TAKOXK re- HETUYHUMM 0CO6MBOCTAMM. BaraTo reHeTUYHUX YNHHUKIB BNIMBAIOTL Ha
CXWJIbHICTb i BiK MOYaTKy 3a- XBOPHOBAHHA. BiZomo, W0 BiACYTHICTb iMyHHOI BignoBiagi Ha BnacHi
aHTUreHW € Hacnigkom ¢GOopMyBaHHA  iIMYHO/IOMNYHOI TONEPAHTHOCTI Ha NeBHOMY eTani
iHOMBIAYaNbHOTO PO3BUTKY. ICHYIOTb AK aKTMBHI, TaK | MNacMBHi MexaHi3amM QOpMyBaHHSA
ayTOTONEPaHTHOCTI. MacMBHI MeXaHi3MWU — irHOPYBAHHA ayTOAHTUre- HiB iIMyHHOK CUCTEMOLO,
3yYMOBJ/IEHE iX HM3bKOK KOHLLEeHTpaUieto abo i3onauieto Big Hei. AKTUBHI MeXaHi3- MW BK/OYalOTb
eniMmiHaujilo  ayTocneumMdiyHMX KIOHIB, KOPEKLil TreHiB ayTopeuenTopiB, iHAYKLUitO aHeprii
aytocneumdiyHMUX KNOHIB, MPUTrHIYEHHA IMYHHOI BiAMNOBIAI PerynATOpHUMMU KAiTUHaMK. HuHI
BEAETbCA MOLWYK HOBUX reHiB-KaHAMAATIB, AKi 6epyTb y4acTb y NaToreHesi 3aXBOPHOBAHHA.

Binble TpUALATU POKiB TOMy igeHTUdiIKoBaHO reHn HLA-cuctemu (rosIoOBHOTO KOMMAEKCY
ricto- cymicHocTi (MHC)), AKki NnoB’A3yloTb i3 NiABULLEHUM PU3MKOM PO3BUTKY MiacTeHii. Mig yac
LOCNiAXeHb, NpoBeAeHWUX B OCTAHHE AEeCATUNITTA, BUAINEHO TaKi reHn, Ak reH PTPN22, TNFAIP3
— reH B3aemogito- ymx 6inkis 1 (TNIP1), reH unToTOoKCUYHOrO T-nimdoumT-acouinoBaHoro binka 4
(CTLA4), a TaKOX HM3Ka iHLIKUX reHiB.

Y XBOpUX Ha MiacTeHitlo AUTAYOTO BiKY TAKOX BWABNEHO B3AEMO3B’A30K i3 3a3HayeHUMMU
reHamu. Llelt GakT moxKe CTaT apryMeHTOM Ha KOPUCTb Teopii EAMHUX FEHETUYHUX MEeXaHi3miB
dopmyBaHHA MopyleHb HEPBOBO-M'A30BOI Nepeaayi.

BBarKa€eTbCA, WO 3B'S30K MiaCTeHii 3 HM3KOW iHWWX ayTOIMYHHWX 3aXBOPIOBAHb OCTaHHIM
yacom cTae binblw o4yeBUMAHMM, y 6araTbOX MALEHTIB YacTO HaABHUI 0BTAXKEHUI ocobuctuii abo
CIMEMHUI aHamMHe3 LWOoAO0 iHWWX pOo3/agiB, HaluacTiwe 3ragyeTbcA NpPo 3B°A30K MmiacTeHii 3
ayTOIMYHHUM TUPEOIAUTOM, PEBMATOIgHWM apTPUTOM, LYKPOBUM AiabeTom 1 Tuny.

3a JaHMMKM PiSHUX aBTOPIB, Y XBOPUX MOJIOAONO BiKy Hal4vacTille miacTeHia acouilioBaHa 3
reHamn PTPN22 (reH, wo Koaye Tupo3suHdocdaTtasy, moro aedekt npusBoanuTb A0 NiABULLEHHA
aytopeak- TmBHoOCTI), HLA i TNFAIP3. KniwoyoBMmM reHamu, AKi 6epyTb y4yacTb Yy PO3BUTKY
miacTeHii, € IRF5 (reH perynatopHoro ¢aktopy iHTepdepoHy-5), TNFAIP3 (reH npegucnosnuii
®HM-a-ingykoBaHoro 6inka 3, Takox Bigomuit Ak A20) i reH iHTepnelkiHy-10 (IL10); reHm
TNFSRF11 i CTLA4 yepes ix peryntotoyoi ¢yHKLii MatoTb 38'S30K 3 MiaCTeHi€lo B 0Cib NOXUAOTOo BiKy.
Tomy [OUINBbHO BUMBYEHHA B MaToreHesi LbOro 3axBOPKOBAHHA TEHIB, WO Ha/lexaTb He aAule A0
HLA-cuctemu.

L2 23

HuHi 3anmMwaeTbea we 6araTto NUTaHb, WO CTOCYOTbCA 0COBAMBOCTEN NaToreHesy MiacTeHii.
[Jo- cnigHWKM NPOAOBXKYKOTb MOLWYKM HOBUX MillEHelM, WO A[03BONAKTb YAOCKOHAAUTU
OiarHOCTMKY Ta po3pobuTK HOBI HanpamK Tepanii. Tak, Kpim BuaineHux we B 1970-1980-x pp.
aHTUTIN 00 aUEeTUNXO/i- HOBWUX PeuenTopis, BM3HAYEHO iHWI aHTUTINA (4O MyCKAapUMHOBMX
peuentopis, RyR, TMTUHY, LRP4 Ta iH.). OnucaHO BIAMIHHOCTI KAiHIYHMX MpoABiB MiacTeHii B
NaLIEHTIB i3 PiI3HUMM CEPONOTIYHUMUN MapKepamu.

3 po3BUTKOM 6BIOTEXHO/MOTYHUX METOLIB AOCAIAHWMKMA 3MOMAWM  igeHTUdIKyBaTM nigTumn
nimpounTie, wWo 6epyTb yyacTb y PO3BUTKY MiacTeHii. CTano AOCTYNHO BUAINEHHA OKpPEemMMX
nonynsauii UMxX KAITUH y  KPOBi NALLiEHTIB, BUBYEHHS iX QYHKLii in vitro. PO3BUTOK reHEeTUYHMUX
TEXHONOTiW, PO3LWMPPOBKA reHoMa JII0AVHU [03BOIMAN BUBYATU POJIb FEHIB, LLO CTOCYHOTbCA He
Tinbkn HLA-cuctemu, B natoreHesi miacte- Hii. OgHaK, HE3BaXKalouM HA aKTUBHE BMBYEHHA PI3HUX
MeXaHi3MiB pO3BUTKY XBOPOOMU, LLie 3aNMIAETbcA HaraTo HeBMpiWeHUx npobaem. JocArHyTi ycnixm
€ NepeayMOBOLO A/1A MOLUYKY HOBUX TEPANeBTUYHUX MillleHeln. 3 KOXKHUM POKOM 3pOCTaE KiNbKicTb
LOCNIgXEeHb, CNPAMOBAHMX Ha 3iCTaBNEHHA KAIHIYHMX MPOABIB 3a/€XKHO Bi4, CEpPONOrivyHUX i
reHeTUYHUX 0COBANBOCTEN NaLLIEHTIB.

4. KAACUPIKALLIT
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bepyun [0 yBarM KOMMNEKCHICTb
Knacuoi- KauiHUX cxem Ta WKan aAna L
4.
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Ta6anusa 1. MixHapoaHa kAacudikauis miacTeHii Osserman (1958 p.)
pyna Popma MokasHuk m
| OyHa miacTeHin
1l [eHepanizoBaHa MiacTeHis fros (norasa ropy). ¢ |61
lla Jlerka reHepanizoBaHa MiacTeHis 3 O4HMMM CUMNTOMaMM M's31 06AK44s, 3aKkpu- | Hopmaab
llb CepefHbOTAXKKA reHepanizoBaHa MiacTeHin 3 IerTkKMMK BybbapHUMKM CUMITOMaMM BAHHA NOBIK
11 FocTpa TAMKKa MiacTeHia 3 6yb6apHUMKU CUMMITOMaMMU KoBTaHHs /2 Yawiku Boau | HOpMaAAb!
v MiacTeHia 3 KniHiYHUMK npossamu rpyn |, lla abo Ilb
Vv Pemicia 3 sedpektom abo 6e3 Hboro
Po3moga nicas AmsapTpis
Ta6aunus 2. KiabkicHa WwikaAa miacTeHii Besinger and Toyka (1983 p.) PaAXxyHKy BroAoc Bia 1 CYTHS npy |
A0 50 (no- yarok B Aianasot
TAXKICTb (BUPAXKEHICTb) CUMITOMY, 6AAK BUTAryBaHHs Npasol 240
flokashuk 0(Hopma) | 1 (Hesayna) | 2(nomipHa) | 3 (Taxka) Pyku (nia kyTom 90°
- - B MOAOXEHHI CUASYM),
[eHepani3oBaHi cumnTomu BUTATYBQHHA AlBOI 240
M’si3u KiHUiBOK | TyAY6a pyku (nia kyTom 90°
BuTAryBaHHs pyku nia, >180 60-180 10-60 <10 B MOAOXEHHI CUASYM),
KyTom 90° cTosum, ¢ XuUTTeBa EMHICTb >80
YTPUMYBQHHS HOTU MiA | >45 30-45 5-30 <5 AereHb, 7 Bia,
KyTOM 45° Aexauu, € AvHOMoMeTpis cnpasa, | >45 / >30
YTPUMYBAHHS NiAHATOI | >90 30-90 5-30 <5 Kr (4OAOBIKM / XiHKM)
TOAOBM A€XA4M HA AvHOMoMeTpis 3AiBa, Kr | >35 / >25
CNuHi Mia KyTom 45°, ¢ (4onoBikM / XiHKM)
XMTTEBA EMHICTb AETEHIB, A Niarom ronosu (Ha 45° | 120
YoAoBikK >3,5 2,5-3,5 1,5-2,5 <1,5 B MOAOXEHHI A€Xa4M
Xinku >2,5 1,8-2,5 1,2-1,8 <12 HQ cnmHi),
AMuBOBI Ta PAPUHrEaAbHI M'S31 BuTAryBaHHs npasoi 100
J)KyBQHHS/KOBTQHHSA HopmanbHe | CtomntoBaHicTb MonepxyBaHHA | BigsncaHHA Hom (Ha 457 rpaaycis
npu HopmaabHOMY wenenw, Y HOAOX.eHHI AeXasu
npoueci ian LLUYH- KOBUM HO_Criuki), ¢ —
Mimika HopmanbHa | /lerka cnabicTb HenosHe Amimis (B:J:rsyoﬁ:::ﬂél:mn';j:ﬂ 100
- Ty SWVRARR SHVRINTA XEHHi Aexuzlu HCIyCHMHi),
OuHi cumnTomM
Aumnaonia (nicas cekyHa) | >60 | 10-60 |0—10 CnoHTaHHa
NreaGnicua dekyiidHa kadciedikaLis Mi<||¢0e6ﬁ, po3pobAeHa |Myn31henia Gravisibaundation of America (MGFA) (2009 p.)
OyiHka. KinbkicTe 6aniB, HapaxoBaHMX 3a [AOMOMOrOK TECTiB 33 LWIKA/JO 33 BCiMa MyHKTamMu, Kaacc

LiNNTbCA  Ha KiNbKICTb NYHKTIB. [py1 NOBTOPHUX JOCNIAKEHHSAX, AKLLO 3MiHM MOKA3HWUKIB NOPIBHAHO
3 nonepegHim  pocnigkeHHaAm +0,3, — cTaH He3MiHHWA, AKwo Big 0,3 Ao 1, — 3MiHM 3HauyL,

Ta6auusa 3. LUkaaa KiAbKICHOI OLLIHKM TAXKOCTI KAIHIYHMX nposBiB miacTeHii QMGS
(Quantitative Myasthenia Gravis Score) (Barohn R.J., 1998 p.)

Byab-aka dopma cnabocTi ouH
cnabocCTi B iHLWMX aHATOMIYHU

Cnabictb 04HMX M’A3iB Byab-Ak

MepeBaykHe 3a7y4eHHs M'A3iB T)

MepeBaskHe 3any4yeHHs bynbbay

Cnabictb 04HMX M'A3iB Byab-Ak

MepeBaykHe 3a7y4eHHs M'A3iB T)

Ila
TAXKICTb CUMNTOMIB
MokasHuk : : Ilb
0 (BiacyTHi) 1 (nomipHa) 2 (cepenHs) 3 (TAXKa) m
Avnaonis npu norasai 61 11-60 1-10 CroHTaHHO llla
BOik (BAiBO a60 BnpaBo), b

12

MepeBaskHe 3anyyeHHs bynbbay




10. 0. MatsieHko, T. I.

Kaacc Onuc

P o by

o - . -
CnabicTb 04HMX M'513iB ByAb-AKOrO CTyNeHs, BUpaXKeHa ciabicTb iHWMX rpynn m’asis

IVa MepeBakHe 3any4yeHHa m'a3iB Tyay6a abo KiHLiBOK
IVb MepeBaxHe 3anyyeHHsa bynbbapHux i/abo guxanbHUX m’A3is
Vv [OnA NigTPUMKKM AMXaHHA HeobxigHa iHTybauia

5. KAIHIHHA KAPTUHA

[na miacTeHii TMNoBMiA XPOHiYHMI Nepebir i3 nepioANYHUMM 3arOCTPEHHAMM | PEMICIAMM Ta MOXK-

IMBMM PO3BUTKOM TASKKMX CTaHIB, fIKi HAa3MBalOTbCA Kpu3amu (Tabn. 5).

Ta6auus 5. Tunu nepebiry miacteHii (Sanders et al. Neurology July 26, 2016; 87(4))

1. KAacnyHuit nepebir miacTeHii 2. |HWi BapiaHTK nepeGiry MiacTeHii
Mporpecytoumnii — NpaMmoiHiiHe e MiHimanbHuI cTaTyc NPoABiB MiacTeHii
noripweHHA 3 Kpmsamum e Peunavsytoya miacTeHin

e MmiaCTeHiYHUM e [lepeakpus

®  XOJIiHepriyHum e PedpaKTepHa miacTeHis

e 3MiWwaHui

FTONOBHUIM KANiHIYHMIA cMmnTOM — cnabicTb i naTonoriyHa M'A30Ba CTOMJIHOBAHICTb, KOTPI
NOCUAIO- tOTbCA Ha TAi Qi3MYHMX HABAHTAXKEHb i 3MEHLYIOTLCA MICAA BiAMNOYMHKY abo npuitomy
AHTUXONIHeCTe- pasHWX npenaparis.

KniHiyHa KapTMHa miacTeHii reTeporeHHa i Moxe BKAOYaTU OKOPYX0Bi, BybbapHi NopyLueHHs,
€NabicTb }KyBaNbHUX, EKCTPAOKYNAPHUX, MIMIYHWUX, AUXanbHUX M'A3iB, M'A3iB Wwui, Tynyba i KiHLiBOK.
MowwnpeHicTb NaToMIOrYHOro MPoLEecy No Pi3HMX rpynax m'a3iB moxke 6yTm AocuTb BapiabenbHo:
Bi, OAHOCTOPOHHLOrO MNTO3y A0 3a/yYeHHA MNPAKTUYHO BCIX CKeNeTHWx m'Asie. MowupeHicTb
CMMNTOMIB MiacTeHii i3 3a/ly4eHHAM Pi3HUX M’'s3iB HaBeaeHO B Tab. 6.

Tabamua 6. Po3noAiA cMMNTOMIB MiacTeHii B pisHMX rpynax m'asie (y %, 3a AGHMMHU
Pi3HUX AOCAIAHMKIB)

Cumntomm Ky3uH Harvey A. | YcneH- | Osserman K. | Grob D.| Oosterhius H.
MMU., CKui

Mto3 62 43 78 67 25 -

IHWi 73 35 78 43 25 40
OKOPYXOBI

BynbbapHi posnagu 78 12 69 27 10 17
Cnabictb m'n3is 82 9 82 25 10 17
KIHLiBOK

Cnabictb m'a3iB Wwui 54 - 41 - - -
Cnabictb m's3iB Tynyba 78 - 56 15 40 14

3axBOpPOBAHHA YaCTille PO3MNOYMHAETLCA 3 OYHUX CMMNTOMIB (NTO3y, gunaonii). OcobaumBsicTio €
OMHAMIYHICTb CMMMTOMIB: BpaHLi NTO3 MOXe 6yTM MeHLWMM, HiX yBeyepi, ABOIHHA B o4ax
KO/JIMBAETLCA 33 BMPAXKEHiCTIo. MOoTiM YacTo A0AAETbCA €abicTb MPOKCMManbHUX Bigainis m'asis
KiIHLIBOK (BaXKO MigHA- TUCA MO CX0[ax, BCTATU 3i CTinbuA, NigHIMaTK pyKu Bropy). Mpu Lbomy Ha
dOHI i3nyHOro HaBaHTaXKeHHs cnabicTb YiTKO HapocTae B ycix rpynax m'asis (nicns npobu 3 10
npucigaHHAMK cnabicTb 36iNblIYETbCA HEe  TiNbKM B M'A3aX Hir, @ ¥ PyK, NOCUIIOETLCA MTO3 TOLLO).
MoxyTb gogasatuca bynbbapHi nopylweHHs (Npy TpuBaniit po3moBsi abo nig yac npuiiomy ixKi ronoc
HabyBaE€ ryrHaBOro BiATiHKY, 3’ABNAETLCA AM3aPTPIA,
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pYLIEHHSA MOXYTb CTaTW BiNbll BUPAXKEHUMU (3'ABNSAE

N.B.
OEAKI YEPBHI MPAMOPLLI, BAXKU
EBOIOLI MIACTEHIT
e [IT03 (acumeTpmunuin), aunaonis (bir
OKa; BepTMKasbHa / ropu3oHTaNbHa
e MiH/AMBICTb NOABM CMMNTOMIB
e MiH/AMBICTb 3a/ly4YeHHA M'A3iB, 3aXOr
e [lpu BiacyTHOCTI reHepanisauii Bnp
e AyTOIMYHHi 3aXBOPIOBAHHA y MaLi€

MT03 y XBOPMX HA MiaCTeHIt0 XapaK1
To 3 iHWoro 6OKy B pi3Hi Nnepiogn yac
NoBiKM, NMOCUIOETbCA NpU dikcauii norn

OKOpyXOBi NOpPYLUEHHA acumeTpuyl
IV, VI nap yepenHo-m03KoBMX HepBiB. X
OYHUX ABNYK Yy KpaMHix BiABEAEHHAX Np
MiacTeHii NOCMAIOETLCA MPU 30POBOMY
NONIOBUHI AHA, 6iNbl BUPAXKeHa npu nor

CnabicTb »KyBanbHUX M’s

BiZlBUCAHHA HWXKHbOI LWenenu, Xeopi n
pykoto. MimiyHa cnabictb 6inblu BUpas
MOCUIOETLCA NMPU  NOBTOPHOMY
YTPYAHEHHA NPU HAAYBAHHA LUK, YCMILLK:
cnabocTi Kpyrioro m’s3a pota. bysib!
(nonepxyBaHHSA, NOTPANAAHHA
OXPUMNAICTIO FONIOCY | AyXKe PiaKo — nc
pPO3/1aM MOXKYTb CAraTU KPaMHbOTO CTYI
ane TpanaATLCA TAKOXK i Ay¥Ke Nerki «
TiIIbKM NPU TPMBAIOMY YNTAHHI Bro
nopyLUeHHA Ta

HOMYy, 3arasibHOQI3MHHOMY HaBaHTaXKEHH

Ki).

Cnabictb m’A3iB KiHLiBOK MoKe 6\
3BaHa TynybHoO-KiHUiBKOBA dpopma, a
iHWOi noKa- nisauii. Tunosumn AnA
nepeBa)kaHHA cnabocTi  po3ruHavis
OBOr0N0BMM M'A30M neya), no- Cu
TPaHCMOPT NicAA WBMAKOT Xxoabbu abo
Ta iH.), iCTOTHE 3MeHLWeHHA cnabocTi
HalyvacTile ypaxatloTbCa: AeNbTonoAi6
ane MOK/IMBA TaKoX Mnosga (abo nocw.
rpynax: posruHadax Kuctei i cton, piat
CTerHa, ApibHMX m’A3ax Kuctel, Tob6To
KiHUiBOK. Cnabictb m’asiB Tynyba i |
NPOABNAETLCA 3irHYTOI MOCTaBOK Yep
cnabictb 3a4HbOI rpynu m'A3iB  wWui.
b6ynbbapHOro  CUHAPOMY MOBUHHO |
CMMNTOMOM PO3BMBalOTLCA bynbbapHi i
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N.B.
OCOBJINBOCTI M’A30BOI C/IABOCTI MPU MIACTEHIT

®  dayKTyauii npoTarom AHs
nicnA BUKOHAHHA pobOoTH, NPU BigNOYMHKY
nig, BNAnBom Tenna, iHdekKwji, ctpecy

®  oyHa cnabicTb (GAYKTYHOHUMI NTO3, AUNAOMIA, PO3MUTTA 30pYy Npw norasi B 6ik Ha 20-30 ce-
KyHA), Yepes 2 poku y 50% ocib — reHepanizoBaHa cnabictb

® v 60% naLieHTiB HafABHa €abiCTb KyBaNbHUX M’A3iB

®  GynbbapHi cumnTomm 3 6e3bonicHO aucoarieo Ta AU3apTPIEd MOXKYTb BYTU MOYaTKOBUM

npo- ABom y 15% nauieHTiB (BiACYTHICTb cnabocTi ouyHMX M'A3iB MOXe BYyTM HemnpasBuIbHO
AiarHocToBa- Ha AK BOKOBUI amioTpodi4HMUIN CKaepos)

OuxanbHi  po3naguM npu  MiacTeHii NoB’A3aHi 3  KibKOMA MpUYMHAMKU: OCnabieHHAM
MixkpebepHoi MycKynatypu, aiapparmu, pigwe — yepes 3anafaHHA HaAropTaHHMKA BHACNILOK
ocnabneHHAa m'A3iB  ropTaHi. PecnipaTopHi NOpPYLWEHHS Yy XBOPUX Ha MiaCTEHiO XapaKTepusyrTbca
YTPYLHEHHAM BAMXY, MOCAabNeHHAM Kall/bOBOro MOLITOBXY, CKYMYEHHAM FyCTOl, B'A3KOI CAUHY,
AKY HEeMOXX/IMBO CMJIIOHYTM i, AK MNPaBWIO, HEMOKJIMBO MPOKOBTHYTU. PanToBi nopyleHHA
BiTaIbHUX GYHKLM (TaK 3BaHi Kpu3un) cno- crepiratotb y 10-15% nauieHTis.

OcobnuBoCTi pi3HUX Migrpyn miacTeHii, KnacudikoBaHMX 3a aHTUTEHHWM CTaTycom, rpadiyHo
npea- CTaB/eHi Ha puc. 2.

Pttt nouarok, <50 pokie

Hinepnnasm TUMyca

TUTING A0 TUTUHY, RYR Ta ik M's:

MiaHilt nouaToK, >50 poKis |—| HopmanbHa iHBoAIOLA
1 TMMyca

| ST

|_P\4Ha (opMa i3 4acTolo reHepanisalieto |

ToRKa Tenepanisosana Gopmalxeopobu

groa

AChR+ miacTeHia
[ |

Y>K

| leHepanizosaHa popma |

MuSK+ miacreHis

3a3Bnyail paHHii NOYaTOK, lopManbHUit TUMYC la renepanizosaHa popma xsogobu.
<50 pokis OuHi CUMATOM pigKicHi

>4

Tinepnniasia Tamyca y 23% MUSK+ NauieHTis 3a AaHAMM KAITHHHWX AOCAIAHEH D

Jlerka o4na abo reHepanizosaqa dgpma; T iHiLianbHi cumnTomu y LRP4+ AChR+ Ta LRP4+/MusSk
" . Pi3Huii Bik novaTky lopManbHMit TUMyC
LRP4+ miacTeHia Y i v
Laeu ]
linepnnasin Tumyca y 31%LRP4+ 7 67%
LRP4+/ AChR+ nauienis

PucyHok 2. KAiHi4HI pucH pisHMX niarpyn miacTeHii, KAACMDIKOBAHI 30 AHTUIEHHUM
ctatycom. AchR — aueTuaxoaiHoBui peuentop; LRP4 — AinonpoTeiH-noB’a3aHui
peuenTopHui 6inok 4; MuSK — M’'s30Bo-cneumdpiyHa KiHasa; RyR — piaHOAMHOBMIA
peuenTop.
Axepero — Mantegazza R, Cavalcante P. Diagnosis and treatment of myasthenia gravis. Curr
Opin Rheumatol. 2019 Nov;31(6):623-633.

+ nauienTis

3 2016 poKy BUAINAOTb HAcTyMNHi atTunosi dopmu nepebiry miacTeHii, FPyHTYHOYMCb Ha BUPAXKEHOCTI

KNiHIYHOT KapTUHWM Ta eBotoLLIT cumnToMmiB (Taba. 7).
16
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Ta6A. 7. ATunoBi BapiaHTu nepe
management of myasthenia gravis, 2

BapiaHT nepebiry

XapaKTepUCTY

MiHimanbHUI cTaTyc
npoABiB MiacTeHii

MNauieHT He apewn
BU-  KNMKAHUX
neakux m’ssis. L

Peunansyroua
MiacTeHin

O3HaKkamKn pemic
cnab- KicTb m's:
npw peTenb- Hol
CUMNTOMATUYHOI

MNepeakpus

LLiBnAaKe KNiHiYHE
MOXKe NpK3BeCTV

PedpaktepHa
MiacTeHin

Mepebir 3axBopt
NpPUIMOMy KOPTHK
areHTiBs (BianoBi/
TOMiB abo Nobiul
i migTBEpAXKEHI N

Y Tabn. 8 npeacrtaBneHo KAiHIYHI
I.M.-M.P., de Baets M., 2016)

Ta6A. 8. KAiHi4HI rpynu miacTeHi

Miarpyna miacTeHii

KAiHiyHI xapakTe

MiacTeHisa 3 paHHim
noYyaTKkom

BiK MNOYATKY XBC
< 50 pokis
CNiBBiAHOLLEHHS
3:1

reHeTM4yHa acoL

MiacTeHia 3 ni3Him
noyaTKkom

BiK MOYATKYy XE
50 pokis
CNiBBIAHOLLEHH;
Y —1:1.5
reHeTMYHa acc
HLA-A3, B7,DRv

MiacTteHia, acoui-
MOBaHa 3 TUMOMOIO
(10-15%)

MapaHeonnacTnyt
MiacTeHia; HasABHi |
reHHi aHTWTINa A0

€/1eMeHTIB nocMmyr

o0 M’ A30BO-
cneundiyHoi KiHazm

M’ A3iB: TITiHY,
OuHa ¢opma ObmerkeHa — M'A3z
miacTeHii HU3bKi TUTPU aHTWT
MiacTeHis, KNiHiYHO BasKKWi ¢
CeponosnTneHa BHACNIAOK 3a/yyet

6ynb- GapHUX i am
m’A3iB, cniesigHoOLL
K4 — po 9:1, reH
acoujauia 3 HLA-D
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boTAMBICTb M'A3iB | NPU3BECTU L0 XMOHOHEraTUBHOIO pes3

6.1. PapMAKOAOTIYHA AIGrHOCTHK(
BoHa BKAtoyae npoby 3 BBeager
HeoCcTUrmiHy meTtuncynbdaTt (Npu maci T
— 2,5 mn 0,05% po3- uuHy) abo nipnao
60-80 kr — 20 mr; 80-100 kr — 30 mr).

nicna BBeAeHHA npenapaTty. Mpu NoBHi
M’A30B0i cWM) Npoby BBaXKalOTb NO3UTUL
— HeraTuBHO. Ha 3axoai 3 uieto meTo
KopoTkoTpmBanoi 4ii (10-30 xB) egpodoHii

®  [liarHOCTMYHO NPOCTUM Qi3UKaNbHUI
nTo3y) € npoba i3 N1boAOM (X0N0408
5 XBWIMH KNagyTb NakeT Nboay.
OCTaHHE 3YMOB/IEHO BM/IMBOM X(

Niarpyna miacTeHii | KAiHIYHI XapakTepucTuku | 3MIHH Miakaac(v)
reHu B TUMYCI 3aayyeHux IgG
MiacTeHis, KnivHiyHo nerkuii LRP4 | BapiabenbHi IgG1, 1gG2
Cepono3unTMBHa dbeHoTMN, cniBBiAHOLWEHHA (Hopma, TMMOMa,
woao ninonpotein- | *K:4— 2.5:1 nimbodonikynapHa
nos’A3aHoro peuen- rinepnnasia Tumyca)
TOpHOro 6inka 4
MiacTeHis, ceponosu- | FeHepanisoBHa  cnabictb, | ArpuH | Tumoma BiacyTHA Hemae TouHux
TUBHA LWOAO arpuHy |4acto HaABHI  A04aTKOBI (mano pocnigkeHb) | AaHMX
aHtTuTina ao AchR, MuSK
abo LRP4, acouijiioBaHi i3
BUpaXKeHot cnabicTio
CKopomMUMHyYa Heo- |Jlerki cumnTomm, noumHa-| AchR, IgG matepi
HaTa/lbHA MiacTeHia |[t0TbCA NpUM  HapoAXKeHHi, | MuSK
pemicia B iHTepBani AHiB-
micauis
MiacTeHia nnoga CnoBinbHeHa  pyxauBicTb| vy mig- IgG matepi
nnoaa, BPOAXKEHUN apTpo- | OAWHMLA
rpunos, Ayse  Baxkuii| AchR
CTaH, PU3VK CMepTi Nnoga nnopa

aueTunxoniHec- Tepasoto. YyTauBi
CTaHOBWTb, BiANOBIAHO,

AchR — aueTtunxoniHosuit peuentop, LRP4 — ninonpoTteiH-nos’a3aHuit peuenTopHuin binok 4,
MuSK — m’sa30Bo-cneumdiyHa KiHasa.

6. AIATHOCTUKA

Mpo miacteHito cBigyaTh:
BMPaXKeHi KOIMBAHHA CMMNTOMATUKM NPOTArom Ao6wu;
HapOCTaHHA 03HaK XBOPOHYM Ha GOHI Gi3MYHOrO HaBaHTAXKEHHA (HANPUKAAA, MOCUNEHHA

oucdarii

nig 4ac igM, a guchoHii — nig 4ac po3moBu [beHOMEeH NaToNOriYHOI CTOM/IOBAHOCTI]) i

reHepani- 3auis m’A30B0i cnabocTi (HanpuKnag, NOBTOPHI CTUCKAHHA i PO3TUCKAHHA KUCTel

BMKIMKAIOTb C€NabicTb He TiNbKM M’A3iB Nepeanniy, a i HapocTaHHA nTo3y = deHomeH Walker);
3MEeHLLEHHA BUPaXKeHOoCTi cnabocTi nicasa BiANOYMHKY;

BMBIPKOBICTb 3a/ly4eHHA M’A3iB (3rMHavi Wi YacTo cnablui, HiXK Po3rMHadi, a Ha pyKax cnabicTb

6inbLu

BUpaXKeHa B po3rMHayax nepeanniyys), Wo f03BONAE BiAPISHUTU MiacTeHito Big, acTeHii abo icTepii;
®  36eperKeHHs CyXOXKUIbHUX pedieKCiB, BiACYTHICTb NOPYLIEHb YyT/IMBOCTI, TA30BUX PO3NALIB i

ami-

oTpodin. Ans 06’ekTmBi3aLii peHOoMeHy NaToNoriYHOT M'A30BOT CTOM/TIOBAHOCTI BUKOPUCTOBYHOTb

cneujanbHi npobu.

HeobxifHO NonpocuT XBOPOro:

KucTen

BMK/IMKAIOTb CNabicTb He TiNbKKM M’A3iB NepeanAiy, a 1 HAPOCTAHHA NTO3y.
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LWBMAKO BiAKPMBATK i 3aKpmBaTU poT (y 340poBoi ntoanHmn — o 100 pyxis 3a 30 cekyHA);
iekayum Ha CNWHI, NIGHATU ronoBy i NPOTArOM 1 XBUAMHW AMBUTUCA HA CBIN XKUBIT;
NOCTOATH 3 BUTATHYTUMMW PYKaMU 3 XBUINHWY;
3pobuti 15-20 ranboKux npucigaHs;
NaTOrHOMOHIYHUM € BULWe3ragaHmii peHomeH Walker: NOBTOpHI CTUCKaHHA | PO3TUCKAHHA
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6.2, EAekTpOhi3ioAoriYyHa AiarHocTHKa

OfMH 3 OCHOBHUMX KpUTepiiB AiarHOCTUKM MiacTeHii — nopyLlweHHA HepBOBO-M'A30BOI Nepeaaui,
AKe BW- ABAAIOTb 3@ [AOMNOMOrot enektpomiorpaodii. EnektpomiorpadiyHe [AocnigKeHHA HepBoBO-
M’'A30BOi Mepegadi  (geKpemeHT-TecT) pobsaTb ycim MaujeHTam i3 Migo3polo Ha Ul XBOpPOby:
OLHIOIOTb aMNITyAy HeraTuBHOI  dasm M-Bianosigj (cymapHoro noteHujany Aji, WO BUHUKAE B M'A3i
npu enekKTpUYHOMY MOAPA3HEHHI MOr0 PyXOBOrO HEpBa), BEMUUHY AEKPEMEHTY — 3MeHLUEeHHA
amnaityan n’atoi M-signosiai woao nepuwoi (y BiACOTKax) Npu HM3bKOYACTOTHIN (3 imnyabcu/c)
Henpsamii cynpamakcumanbHii cTUMynaLiil genbTonoaib- Horo m’a3a i BeIMYMHY NOCTaKTMBALLIMHOIO
nonerweHHa — 36inbWeHHa amnaiTyau nepwoi M-Bignosigi nicns mMakCMManbHOTO AOBiIbHOTO
3ycunnsa npotarom 30 ¢ wogo nepwoi M-BiAnoBiAi KOHTPO/bHOI cepii Npy  cTumynauii m’ssa
yactotoro 3 imnynbcu/c (y Biacotkax). [ocCnigsKeHHs CBiAUWUTb MPO 3HMMKEHHS (4eKpemeHT)
amnaityau M-sianosiai 6inbl Hik Ha 10%.

TaKoXK BMBYAIOTb BENIMYMHY AeKpeMeHTy (abo iHKpemeHTy) amnnitygn M-Bignosigi npu ctumynauji
ms3a uactoTtoro 50 imnysabeis/c y npoleHTax no sigHoweHHo 150-i M-signosiai oo 1-i («TeTaHiyHa
CTUMYNALIAY), AOCAILKYIOTb 3MiHY amnaiTyau M-Bignosiai ctyneHa AeKpemeHTy npu ctumynauii

yacTtoToro 3 iMnynbcu/c  Bigpasy NicisA 3akiHYeHHA «TeTaHiuHoi cepii» abo micns MakcMMasbHOro
noBinbHoro 3ycunns (npotarom 10 ¢) woAo BUXiAHMX AaHWX (MocTTeTaHiuHe abo nocTakTuBaLnHe
noAanbluMm HelpomiorpadiyHNM JOCNIAKEHHAM.
XapakTepHi 3MiHU Npu Helpomiorpadii Ha poHi miacTeHii HaBegeHO Ha puc. 3.
WW A\
_ /Au 1‘1“ yoe=
X/
\N KK
77
PucyHok 3. CepiliHa CTMMYASLLIA HEPBA B NALLIEHTA 3 AETKOIO hOPMOIO FeHEPUAIZOBAHOI
CTUMYASLLT AikTbOBOTO HepBa. (B) 3anuc i3 Tpaneuienoai6Horo m'asa npu 3 'y,
CYNPAMAKCUMOAABHIW CTUMYASLLI CNIHOABHOTO KOPIHLLA A0AAQTKOBOro Hepsa. Ha puc. B
Axepero — Mills KR. Specialised electromyography and nerve conduction
studies.

nonerwexHs). MoXAMBe BMKOHAHHA NPO6GM 3  BBEAEHHAM aHTUXO/IHECTepasHWX npenaparis i
\p

Pt

I Wi

I )‘ggm‘

miacTeHii. (A) 3anuc i3 M'3Q, LLLO BiABOAUTb Mi3uHELb, NpH 3 ML, CyNnpamMakCUMMAAbHIN
BMAHO BMPAXEHY AEKPEMEHTHY BiAMOBIAb.

J Neurol Neurosurg Psychiatry. 2005 Jun;7é Suppl 2(Suppl 2):ii36-40.
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6.3. AabopaTopHa AidrHocTHKA

BoHa BKAtOYAE iMyHO/OriYHE [OCNIAMKEHHA CUPOBATKM KPOBi LWOAO0 PpiBHA cneundivyHmx
ABTOAHTUTIN. Y BCiX XBOPMX Ha MiacTeHito HeobxigHe BMMIpHOBAHHA PiBHA aBTOQHTUTIA 40 M'A30BUX
AUETUNXONIHOBUX  peLenTopiB, AKWUMA BBaXKaloTb OAHMM 3 OCHOBHUX KPUTEpiiB  AiarHOCTUKM
3aXBOPIOBaHHA. BaxknuBe 3Ha- YeHHA Mae AMHaMiKa LbOro MOKasHWKA A/1A OLiHKW epeKTUBHOCTI
naToreHeTMYHoi Tepanii. BMBYEHHA PpiBHA aBTOAHTUTIA [0 6iNKa TUTUHY HaWbiNbW nNokasose vy
XBOPUX Ha MiacTeHilo, WO MOEAHYETbCA 3 TMMOMOIO (NiABULLEHHA LbOro NMOKa3HUKA BiA3HayYeHO B
78% BUNAAKiB), @ TAKOXK Yy XBOPMX i3 Mi3HIM no4YaTKoM miacteHii 6e3 Tumomu (84%). Mpu miacTeHii,
acouiioBaHi 3 TMUMOMOLO, BaXK/IMBMM MNapame- TPOM BBa)KAlOTb 3POCTAHHA PIBHA aHTUTIN [0
piaHOAMHOBMX peLenTopiB CapKOMIasmMaTUYHOTO pPeTU- Kyaymy (BuaBnaloTb y 35% Bunagkis), wo
CBIAUYUTL NPO TAXKKMUIA Nepebir 3axBoptoBaHHA. ABTOaHTUTINA 40 M A30BO-creumdidHOT TMPO3UHKIHA3M
BuABNATb Y 40-50% XxBOpMX i3 cepOHeraTMBHOIO MiacTeHiIElo.

6.4. MpomeHeBa AiarHocTuka

Bksitouae Bisyasnisauito Buao4YKoBOI 3ano3m (KT/MPT, piglwe — nHeBmomegiactuHorpaoito,
peHTre- Horpadito). BusasneHHs tumom (puc. 4), rinepnnasii abo piawe — aTpodii uiei 3an03um
NiATBEPAMKYE 3a- LiKaB/MEHICTb MNaTO/ONYHOro npouecy B MNaTo/Ori OCTaHHbOI W MiACUIOE
NMOKasaHHA 4/1A onepaTMBHOrO NiKyBaHHA. OfHaK cnig nam’atati, Wo Tomorpadia nepesHboOro
cepesiocTiHHA B MOBHOMY 06cA3i He Ja€e BigMNoOBiAi HA MUTAHHA NPO CTaH TUMyca. BuABNeHHA 30HM
NiABULLEHOI LWiNbHOCTI e He CBigYMTb Npo TuMomy abo rinepnnasito. Y 340poBuX toaen, AKi He
CTPaXK[aloTb Ha MiacTeHito abo He MalTb TUMOM, MpU TOMOTrpadiyHMX AOCNIAMKEHHAX 4acTo
BUABNAIOTb «KMPOBY MOAYLUKY», WO HAaraaye KOHTYPU L€l NyxauMHW. 36inblieHHA BUIOYKOBOI 331031
3a gaHumu KT abo MPT He € KpUTepiem AjarHOCTUKM MiacTeHii.

[~

PucyHok 4. Tumoma (No3Ha4eHa 4ePBOHUM KiAbLLeM) Ha KT-TOMOrpaMmi rpyAHOI KAITKK.
Axepeno — hitps://radiopaedia.org/cases/thymoma-11.

CTyneHi fOCTOBIPHOCTI AiarHO3y miacTeHii Taki:

®  CYMHIBHWIA: KNiHIYHA KapTWHa;
MNMOBIPHWIA: KNiHIYHA KapTUHA + MO3UTUBHWUIA TECT 3 aHTUXOIIHECTEPA3HMM NpenapaTom;
[OCTOBIpHUI (6€3CYMHIBHUMI): KAIHIYHA KAPTUHA + NO3UTUBHUIN TECT 3 aHTUXO/IIHECTEPA3HUM
npe-
napaTom + NO3UTUBHWUI AEKPEMEHT-TeCT Npu Helpomiorpadii + NO3UTUBHI pesynbTaTn
iIMYHO/I0TiY- HUX LOCAIAMKEHD.

3arasbHUiA aArOPUTM AiarHOCTUYHOTO MOLLYKY MPU LibOMY 3aXBOPHOBAHHI NPeACTaBAEHO Ha puC. 5.
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KniHiuHuWii natepH miacre

AHani3un Ha aHTUTING A0 aueTUNXONik
peuenTopis Ta MuSK

Heipomiorpadis i3 cepiiiHoto cTi
OAHOBONIOKOHHA Heipomior

Mpoba 3 aHTUXONIHeCTepasHUM

Yy

CyTo 04Ha popma miacrer
T

f

MiacteHis manoiimosipHa

PucyHok 5. AiarHOCTU4HUI AATOPUTI
Palace J, Burns TM, Verschuuren .

ANrOpUTM [iarHOCTUYHOTO MOLUYKY
MiacTeHii npeacTaBAeHo Ha puc. 6.

AHamHes xBopobut
Ta OUHKa CUMNTOMIB

AnaliospaweminaHAGhR
CH Ana
A

AHanis Ha aHTuTina Ao MusK

AHanis Ha aHTHrina ao LPR4

CH

!
CCH yu OB-HMI'

HeratusHa

:
Npo6a 3 AXT

BiacyTH

PUCYHOK 6. AiQrHOCTUYHMI AATOPUTM
AUETUAXO- AiHOBMIM peuenTop; AXIM — ¢
peLenTopamu AINONpPOTETHIB HU3bKOI L
— piaHoauHoBui peuentop; CCH —
pomiorpacpis; CM — cepo- no3uTHBHMI; C
P. Diagnosis and freatment of myast

LLle ognMH anropuTm AiarHOCTUYHUX
Acouja- Uuj€eto BPUTAHCbKMX HEBPOJIOTIB |
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TabAnus 9. AATOPUTM AIGrHOCTUHHMX 0GCTEXEHDb NPU MiA03PI HO MiacTeHilo Acoujauii
6pu- TAHCbKMX HeBpoAoriB (2015-2018 pp.)

1. AHTUTIAQ AO aLLeTUAXOAIHOBUX peLienTopiB (ACh-R) cMpoBaTKu: focnigxeHHa nepworo pagy
ONA He YPreHTHUX NaLlieHTiB

2. PyHKU,is LLUTONOAIGHOI 30AO3M: y BCixX NaLlieHTiB

3. AHTUTIAQ A0 M'30BO-cneumdpivHoiI KiHa3u (MuSK): y scix xBopux 3 HeraTMBHUMM
pesynbTaTammn TecTy Ha AchR

4. Heipopi3ioAOriYHi AOCAIAXKEHHSA: MOXYTb AOMNOMOITU BCTaHOBMTM [iarHO3 y Cepo-HeraTMBHMX
nauieHTiB i3 Nifo3polo Ha MiacTeHito. Ix mae npoBoaUTM Helipodisionor i3 AocTaTHIM A0CBIAOM
poboTn i3 UMM 3axBOplOBAHHAM. |HiLiaNibHUM OOCTEXKeHHAM € cepiliHa cmumynsyia Hepsa
(repetitive nerve stimulation, RNS); npu HeratMBHWX pe3y/ibTaTax pPO3rAAAATb MOMIMBICTL
00H080/10KOHHOI Helipomio- epadii (single-fiber electromyography, SFEMG). ObcTeskeHHa npoBoaATb

5. MPT roAOBHOro MO3KY: MaLi€HTM 3 HeraTMBHWUMW pe3y/abTaTaMh  CEePOIOTIYHUX i
Helrpodisionoriy- HUX 06CTEKEHb Ta CUMMNTOMaMW, CYMIPHUMMK i3 O4YHOK HOPMOIO MiacTeHil,
MOXYTb MaTU CTPYKTYPHE YpaXKeHHA r0JI0BHOr0 MO3KY.

4. Bisyaaizawis TMMyCaQ: Bcim nauieHTam i3 Nigo3poto Ha MiacTeHito He3aneKHOo Bifg, KNiHiuHoT Gpopmu
(ouHa/reHepanisoBaHa) Ta ceponorii  (cepomnosuTMBHa/cepoHeraTMBHa) CAi4  MPOBOAUTH
Bi3yanisauito Tmmyca. LLLo KoHKpeTHO 3actocoByBati (KT un MPT), BUpPILLYETHCA Ha MiCLL.

7. KoHcyAbTawia doaxiBLLs 3 MIACTEHII: akwo pe3ynbtat obcTexeHb HeraTMBHi, abo nigospa Ha
MiaCTeHito 3aN1WaETbes, abo Npu Nigo3pi Ha CUHAPOM BPOAMKEHOI MiaCTeHil.

8. EAPOCOOHIEBUIM / TEH3UAOHOBUM TECT: (TabnetosaHMii NipMAOCTUrMIH, B/M HEOCTUTMIH, B/B eapo-
dOHIi), Npy CyMHiBax y pe3y/ibTaTax XBOPOro CKEPOBYOTb A0 Creljanicta 3 miacTeHii.

N.B.
O HEOBXIOHO 3A3HAYMTU NPU BCTAHOB/IEHHI AIATHO3Y MIACTEHI|

e Cepono3utneHuii / cepoHeratusHuii no AchR / MuSK

e Tumoma / BiACYTHICTb TUMOMM

e QOuHa / reHepanizoBaHa ¢popma

e BpopskeHa: (MoxKe HaragyBaTu cepoHeraTMBHY ayTOiMyHHY MiacTeHito)

e MoKAMBKIA AjarHo3 miacTeHii, ane pesynbTaTv obCcTeKeHb HeraTUBHI: PO3rNA4aoTb M’'A30Be
3a- XBOPIOBAHHA abo CKEPOBYIOTb 40 eKcrnepTa No miacTeHil

Mpuknagy dopmyntoBaHHA AjarHo3y miacTeHii npeacrasneHo B 1aba. 10.

Tabauusa 10. MpuKAaAM OOPMYAIOBAHHSA AiArHO3y MiacTeHil

1 | MiacTeHis, reHepanizoBaHa ¢popma 3 OynbbapHMMM NOpPYLIEHHAMM, Bneple BuABneHa, V
CTyNiHb  TAXKKOCTI 32 MGFA. TMoMipHMI NpOKCUMManbHUIA TeTpanapes o 2 6anis y Horax,
[LBOCTOPOHHI Npo- 3ononapes, by/bbapHWUI CUHAPOM, CUMMTOM «3BMCAKOUOI FOI0BMY. 3MilLaHM

2 | MiacTeHin, reHepanizoBaHa ¢opma 3 BynbbapHMMM MopylieHHsAMK, 1-3B CTyMiHb TAXKKOCTI 3a
MGFA, HenosHa KomneHcauia Ha ¢ OHIi NpPUMOMY aHTUXONIHeCTEPasHUX MpenapaTis i
LUMTOCTATUKIB. Jlerki OKOpyXxoBi MopylieHHA, BynbbapHWii CMHAPOM, MOMIPHO BUpPaXKEHU
napes MiMiYHOI Ta »KyBasbHOI  MyCKynaTypu. BepxHiii napanapes po 3,5 6ana B

3 | MiacteHis, reHepanizoBaHa ¢opma, 0-4B cTyniHb TAxKKoCTi 38 MGFA. MeauKameHTo3Ha
KOoMneHcauia Ha GOoHi NpuioMy aHTUXONIHECTEPA3HMX NPenapaTis, KOPTUKOCTEPOIAIB i

4 | MiacTeHis, reHepanizoBaHa ¢opma 3 bynbbapHUMM nopyleHHAMM, HIIB cTyniHb TAsKKOCTi 32 MGFA,
HEenoBHa KoOMMeHcaLia Ha pOHi BBeAEHHA aHTUXONiHECTepa3HMX NpenaparTis. TeTpanapes fo 3
6aniB y NpOKCMManbHWX Bigginax, napes y m’'asax wui go 4 6anis, NOMIpHO BUPaAXKEHI
6ynbbapHi, OKOPYXOBi MOPYLEHHS, Nerkuii napes MiMiYHOI Ta XKyBaJbHOI MYCKy/laTypw.
L, | MomipHo BMpaxeHi AnxanbHi nopyweHHa. CTaH nicaa TMMeKToMmii Big, (aaTa)

MiacreHia. Mliapy4HK ANA CTyAEHTIB MEAMIHOTO GaKybTeT
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7.

AWPEPEHLLIAABHA AIATHOCTI

[udepeHuianbHa AjarHOCTUKa miacTe
Mpu nopyweHHi ¢yHKUiA  30BHIl
odTanbmonne-  rieto, okynoda
odTanbMOMNaTieto, CMNiHO- Ta ONME
cuHapomom diwepa, CMHAPOMOM
Mporpecytoya Hag'sgepHa odTanb
CTINKMM  XapaKTepom ObMeKeHH
«NANIbKOBUX 04Yelr». BuUABAAIOTL T
cuctemun. MiacTeHiUHMI CcUHApPOM
cnocTepiratoTb NP PO3CIAHOMY CK
CMMNTOMIB, BMPAXKEHICTb MaTOJOrI
YepernHWX HePBiB, 3HUKEHHA YepeB
peakuia Ao cneku i xonoay, GpatoK
nemieninizanii Ha MPT, 3MiHM Ha OYHC

N.B.

AEAKI NATONON4YHI CTAHMU, 3 §
HelporeHHa odTasbmonnerisa
O4yHa MionaTia (cMMmeTpuyHa; npu
opbiTanbHUi Mio3uT (6inb)
AWCCUHepria M'A3a, WO NigHIMaE T

MiacCTeHiYHUI cuHApom JSlambepT:

Mpw nopyweHHi GyHKLi BynbbapHux m’
MU NyXAMHaMu 1 eHuedpanitamm, gna ax
BiACYTHICTb AMHAMIYHOCTI NOpPYLIeHb i pe
3HaYHi TpyaHoOWi BWHWMKaloTb npu and
TpodiyHoro ckneposy (BAC), npu sakomy
MiacTeHil, a 1 NopyLeHHA HepBOBO-M’A3
HUX npenapaTiB. Y TakuMx BMMNaAKax Mpe
miorpadii, wo suasnse npu BACi 03HaK
KiIbKOCTi XapaKTepHMX MNoTeHLianis dacuut

3.

Mpy nepeBakHO CKeneTHin cnaboc
cuHapomom TiieHa-Bappe (CIB), T
Knag, andrepinHoi, meauKameHTos
JNlambepTa-ItoHa (MC/I). AnxanbHi |
ONA AKOro xapaKTepHa apedekcis
nepe- fJadvi v peakuii Ha BBeAEHHA
KIHLIBOK Y XBOPMX Ha MiacTeHito A
mionartin. Mio- naTtMYHUIA npouec
XapaKTepom po3noginy pyxoBux
YPAXKEHHA  eKCTPAOKYNAPHUX i
CYNPOBOAMKYETLCA 3HMMKEHHAM ab
BUPAXKEHOCTI M'A30BMX aTPOdil.

KniHiYHi cumnTOomMM, WO HaragytoT

HepBOBO-M’A30BOI Nepeaadi, 30Kkpema, |
eKCTPAoKYIAPHI, BynbbapHi 1 auxanbHi
A4po 6oTynismy. XapaktepHi ana MCJ
60TyNi3Mi  BUABNAIOTL NOPIBHAHO PigKC
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Bi, BBEAEHHA  aHTMXONiHecTepa3HuX npenapatis npu  MC/I
MiHIManbHWI, a npu 60Tyni3mi BiACYTHIN. MopylweHHA HepBOBO-
M'A30BOI  Mepedadi B TaKMX  MALIEHTIB  XapaKTepusytoTbcA
3HUXKEHHAM MOYaTKOBOT amnniTyau

10. 0. MatsieHko, T. I.
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M-Bignosigj Ta ii icTOTHUM 36iNblUEHHAM Y NPOLECi BUCOKOYACTOTHOI CTUMYAALLT (iHKpemeHT) abo
nicna MaKCMManbHOro AOBINbHOIO 3yCUANA.
3aranom cnig NiAKPecMTH, LLLO ro/I0OBHA BigMIHHICTb MiacTeHil Bif iHLWMX NaTonorii HepBOBOI
CUCTe- MW — AMHAMIYHICTb CMMMNTOMIB i MO3MTUBHA PeaKLia Ha BBEAEHHA aHTUXONIHECTEPA3HUX
npenapartie. 3a TBEPAMKEHHAM BiLJOMOro amepumKaHCbKOro Hesposiora P. M. Jlaiceka, «byab-Koro
XBOPOTO 3 G/IIOKTYHOUOI CNabicTio m’a3iB, 0C0BMBO AKLLO BOHA MOB’A3aHa 3 ypaxeHHAM M’ A3iB, Lo
iHHEPBYIOTbCA YEPENHUMWN He- pPBaMK, | HE CYyNPOBOAMKYETLCA MNOPYLUEHHAM YYTANBOCTI 1 pednekcis,
cnifg, po3rnafAaTV AK NOTEHLIMHOrO  XBOPOTO Ha MiacTeHito 40TW, [OKM AjarHo3 miacTeHii He Byae
CMPOCTOBAHMI YCiMa IHLIMMM JOCAIAKEHHAMMY. 3arafibHUIM CMUCOK CTaHIB, 3 KOTPUMM NPOBOAATH
AndepeHLinHy AiarHOCTUKY miacTeHii, npeacTas-
neHo B Tabn. 11.

Tabaunug 11. MaToAorivHi NnpouecH, 3 KOTPUMMU NPOBOAATL PO3Pi3HEHHA MiacTeHil
FocTpuin iHGapKT miokapaa
LlepebpanbHuUin iHCynbT
Tpomb0o3 6a3nnapHOi apTepii, TPOMO03 KaBEPHO3HOIO CUHYCA
3acTiliHa cepueBa HeAOCTaTHICTb
Tpomboembonis nereHeBoi apTepii y ocib cTapioro Biky
BpopKeHui miacteHivyHui cuHgpom, MC/I
BAC, Mioma cToBbYpa rosI0BHOro MO3Ky, po3ciaHui cknepos, CI'b, cuHgpom Minnepa-diwepa
CuHgpom Tonoca-XaHTa
BoTtyniam, Kniwosuii eHuedanit, gudTepis
Moniomio3nt, sepmaTomiosnT
[Ondy3HUIA TOKCUYHUIM 306, TMpOiAHaA odTanbmonarTisa
Helipocapkoifos, XpoHiYHa MienoreHHa nemkemis
CuHppom KepHca-Ceipa (pigKicHa BpoakeHa xBopoba 3 MopyleHHAM MmeTabonismy neBHUX
bepmeHTiB, AKa XapaKTepu3yeTbCA MPOrpecyroyold 30BHIWHBbOW ObTaNbMONAEriEl, NiIrMeHTHUM
PETUHITOM Ta BMHUKHEHHAM Y Biui g0 20 poKiB; 3ara/sbHi 40AATKOBI 0COG/MBOCTI BKAKOYAOTb
TIyXOTy, aTaKCito Ta cepuesy 610Kaay)
TeTpoA0TOKCMHOBA TOKCMYHICTb (CM/IbHA HebiNKoBa OTpyTa MPUPOAHOrO MOXOAMEHHSA, Helpona-
paniTMYHOI Aii (BeAmKa KiNbKicTb TETPOAOTOKCUHY MICTUTbCA B pubax i3 poay Tetraodontiformes),
opraHodochaTHa TOKCUMYHICTb, ciguatera (xapuoBa xBopo6a, BUMKAMKAHA CMOMMBAHHAM [EAKUX
pndoBUX prb, M'AKOTbL AKMX 3abpyaHEHA TOKCMHAMM)

8. AIK YBAHHA

Hukye npepacTaBaeHo iHGOpPMALLo MPO MexaHi3MK, fl0Ka3uM, NOKa3aHHsA i peseBaHTHi NobiyHi edek-
TW Pi3HUX TEepPaneBTUYHUX NiSXOAIB NPU MiacTeHii.

8.1.CumMnTOMATUYHE AiKYBAHHS

8.1.1. AHTUXOAIHECTEPA3HI NpenapaTu

Mpwu miacTeHii nikamu nepworo BuMbOPy € aHTUXONIHECTEPA3HI areHTn, HalyacTiwe 3 HUX Npu-
3HaYyalTb MIPUAOCTUIMIHY Bpomia. IHWi NpeacTaBHUKM LbOro KAacy, HanpuKknag HEeOCTUTMIH,
3aCTO- COBYHOTbCA PiAKO BHACAIAOK ripworo papmakoamHamiyHoro npodinto i nepeHocumocti. B
1-piyHomy obcepBauiiHOMY Aocaig)KeHHi 14 nauieHTiB i3 Ha3BaHMM pPO3/1aZ0M MOPiIBHIOBAMU
NipUAOCTUIMIH | HEOCTUTMIH i AIMWAM BUMCHOBKY, WO NEpWUiA 3 HUX acoLilOBaBCSA 3 ANiMNLWO
TepaneBTUYHO e(PeKTUB- HICTIO i HUKUYMM piBHEM MNOBIYHUX edeKTiB. AHANOriYHUX BUCHOBKIB
WoAo0 Uuux NikiB 6yno AOCATHYTO B iHWOMY AOCAIAMKeHHi (69 aibpaHux xBopux). He icHye
paHAOMI30BaHMX KOHTPONbOBAHWUX AOCIAMKEHDb LWOAO PO/ aHTUXOMIHECTEPA3HUX MeSUKaMEHTIB
npu miacTeHii, ane YiTKa TepaneBTUYHA PeaKLis Ha HUX POOUTb HEEeTUYHMM i HEBUMpPABLAHUM
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MNipnaocTnrmiH HaleGEKTUBHILLNIA Ha PaHHIX CTaAifAX 3aXBOPIOBAHHA, 34aCOMAOHbOTOPO3BMUBAETHLCA
TO/NIEPAHTHICTb, WO MoTpebye HapollyBaHHA A03. BinbwicTb XBOPUX He 4OCAratloTb afeKBaTHOMO
KOHTPO/IO Haj, CMMMNTOMaMM Auwe 3 AOMNOMOTOK LUMX npenapatie i 3rogom notpebyBaTMmMyTb
imyHocynpecuBHMX areHTiB. Cnif TaKoXK 3a3HauMTK, Wo aesaki MuSK+ ocobu mosKyTb 6yTM NpocTo
HeYyTAMBMMM [0 iHribiTOpiB aueTunxoniHectepasu. 3rigHo 3 pesy/nbTaTaMy OAHOTO KAiHIYHOTO
pocnigyeHHs, 71% MuSK+ ocié He BiA- TYKHY/JIMCA Ha 3aCTOCYBaHHA aHTUXONIHECTepP3HMX
cepegHuKiB, NOPiBHAHO 3 18% 3 rpynu cepoOHeraTMBHMX MaLEHTIB Ta XBOPMX, MO3UTUBHUX LLOAO
aHTUTII OO0  HIKOTMHEPriYHUX aueTuixoniHoBux peuentopis  (HAP). 3aranom nipuaocTurmid
nepeHocuTbcA pobpe. Jo nobiyHmx edekTiB LpOro Knacy fikiB HaneaTb HyAoTa, 6/10BaHHSA,
Cnasmu B KMBOTI, MOHOCK, MNITAMBICTb, MNOCW/IEHA CNbO30TEYa | BWUAINEHHA XapKOTWUHHA,
b6pagnKapaisn, aTpiOBEHTPURYNAPHI 610Kaau. [ns nonerweHHs MyCKapUHEepPriYyHMX LUIYHKOBO-
KULWKOBUX  YCKNAAHEHb, CMPUYMHEHUX MiPUAOCTUrMIHOM, 3aCTOCOBYHOTbCA  XOIHOMITUKM,
HanpuKknag nponaHTeniH 6pomig. AHTUXONIHECTepasHi areHTM TaKoXK MOMKYTb BUKAMKATU
HIKOTUHepriYHi NobiYHI epeKTn — crnas- MK CKeNneTHoi MycKynaTypu i dacumkynauji, KoTpi, npote,
He noTpebyoTb ONTUMI3aLl £03. BUCOKI A03M NipUAOCTUIMIHY MOXYTb ByTW BignosiganbHUMKM 3a
neceHcubinisauito HAP i napagoKkcanbHe NocuneHHsa cnabocTi, Wwo fexkaTb B OCHOBI XONiHepriYyHoro
Kpu3y. AKWO PU3MK OCTaHHbOFO LOCUTb BUCOKMI, aHTU- XOniHecTepasHi MeAMKameHTU TUMYacoBO
BiZAMIHAIOTb | NaLiEHTa CNOCTepiraloTb B AMHAMILL.

[03yBaHHA aHTUXONIHECTEP3UHX NpenapaTiB MNPy MiacTeHii Ha NpWKAagi nNipuaoCTUrMiHY
6pomi- Ay — oAMHMYHa fo3a nepopanbHo: 30—60 mr Ha 3-4 npuitomu, MakcMManbHa f060Ba
no3a — 360 mr/ poby. [eTani 3acTocyBaHHA npenapaTiB LbOro Knacy npeacrasaeHo y AoAaTky 2
«BpUTaHCbKI AMPEKTU- BU WOAO NiKyBaHHA miacTeHii (2015-2018 pp.)».

8.2. KopoTkoTepMiHOBA iMyHOCYNpecis

8.2.1.KopTukocTepoiau

BBaaloTb, WO KOPTUKOCTEPOIAN Ai0Tb HA iIMYHHY CUCTEMY LUAAXOM MPUHIYEHHA akTueauii T-
nimooumnTie i nopylweHHA GyHKLUii MOHOLMTIB Ta Makpodaris. ALpPEeHOKOPTUKOTPOMHUIA FOPMOH
(AKTF) Bnepwe onucaHuii y 1935 poui AK areHT, WO CNPUATAMBO A€ MNpu MmiacTeHii. Mpo
«BUpPaAXKeHe MOIMWeHHA» MOBIAOMAAKTL Y BUCHOBKAx gocnigxeHHA 100 XBopux i3 TAMKKOKO
pedpakTepHoto Gopmoto  XBOpPoOM, KOTPMM MpPU3HAYanu Ueil cepefHuUK. Y 4 BesMKux
PETPOCNEeKTUBHUX AO0CNIAKEHHAX reHepanizoBaHOi MiacTeHii i3 pi3HO TPMBANICTIO AOCAIAKEHHA
Ta A,03aMM TECTOBAHMX FNIFOKOKOPTUKOIAIB 74% nauieHTiB i3 422 3anyyeHux ocib gocaranm 4itkoro
noJsiinweHHA m’A30B0i cuam abo pemicii. 3a pesynbTaTamm Mpo- CNeKTUBHOTO AochigKeHHa 600
XBOPUX Ha MiacTeHito (151 ocoba i3 reHepanizoBaHoo Gopmoto, 449 — i3 OYHOLO), KOTPUX NiKyBaNK
NOMipHMMM A03aMW KOPTUKOCTEPOIAIB i3 MOAAnblIMM MepexofoM Ha NiATPUMY- oM, 3arajbHe
noninweHHa suaAsuan y 95% sunagkis.

PaHgomizoBaHe, MoAgiiHO chine AOCNiAMKeHHA NpeaHi3010Hy Ha npoTtusary naauebo y 13
naLieHTiB i3 reHepani3oBaHo GOPMOK 3aXBOPHOBAHHA He 3acBiAYMIO AOCTOBIPHOTO 3POCTaHHA
M’A30BOI CMAWM Micns 6 MicALiB NiKyBaHHA. B iHWOMY AOCAiAKEHHI 3 aHanoriYHUm avsainHom y 19
XBOPUX, KOTPMM MNPU3HAYann MeTUINPEeSHI30/I0H BHYTPILWHbOBEHHO Ha npoTuBary nnauebo,
BMABNEHO [0CTOBipHE KOPOTKOTEPMIHOBE MOAIMWEHHA Bif cTepoigoTepanii yepe3 2 TUKHI. 3a
BMCHOBKaMM BiZKPUTOrO paHAO- Mi30BAaHOro AOC/NiIAXKEHHA, B AKOMY MOPIBHIOBAAN BUCOKi 4031
METU/INPEAHI30/I0HY BHYTPILUHbOBEHHO | HU3bKi 403U NpeaHi30/0HYy nepopanbHo B 39 ocib i3
IOBEHINIbHOIO (GOPMOI0  MiacTeHii, He MOoBIAOMAAAM NPO AOCTOBIPHY PI3HULIO B MOKa3HMKAX
NoAIMNWeHHA MiX ABOMa rpynamu.

KopTuKocTepoign KOpPUCHI ANnA KOPOTKOTEPMIHOBOI iMyHOCYnpecii Npu LbOMy 3aXBOPIOBAHHI.
MpenapaTtom NepLuIoro paagy 3a3sBuyait € TabnetoBaHuit NpeaHi301oH. Lli kM € NPOMiXKHMM 3axo40m
Ha GOHI BUCXIAHOrO TUTPYBAHHA IHWWX IMyHOCYNpecopiB Yy MpOLEeci OYiKyBaHHA MoO4YaTKy
TepaneBTUYHOI Aii OCTaHHIX. Tum4yacoBe MOripWEHHA CUMMMATOMIB MiacCTeHii cnocTepirann npwu
iHiLjauii cTepoipoTepanii 3 Bennknx fo3. Takuin peHomeH 3a3BM4Yail BUHUKAE Yepes 4—10 aHiB nicns
noyaTKy BXMBAHHA TFOPMOHIB | MOXe nigBULLYBaTU WMMOBIPHICTb MiacTeHidyHoro Kpwusy. [na
YHUKHEHHA UMX npobnem cTepoiav B LA nonynauii NOYMHAOTL MPU3HAYATU 32 aSbTEPHYOUYUM
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abo nnasmadepesom. [loTeHUiiHI nobGiyHi edeKT TpuBanoi cTepoigoTepanii  NoTpebytoTb
MOCTYNOBOrO0 3MeHLeHHA A03U A0 MiHIMaNbHO epeKTUBHOI, KOTPY NPUIMMAIOTL Pas Ha ABa AHi, pasom
3 TUM HEMAE YiTKMX [0Ka3iB LOAO YacOBOro pPO3pPaxyHKy iHilialii TaKoro 3HUMKEHHS, MOro WBMAKOCTI
Ta 6e3neku i 3araflom — AK JOBro XBOPi 3 MiaCTEHIE0 MatoTb NPUMMATU KOPTUKOCTEPOIAM.

TpuBane 3acTOCYBaHHA OCTAHHIX ACOLIOETbCA 3  YUCNEHHUMM MOBIYHUMKM  edeKTamn —
KYLWUMHIOIGHUM  CMHAPOMOM, rinepTeHsieto, [AiabeTom, OCTEONopPo30M, iHPEKLiaMM, MNCUXIYHUMM
po3nasamu, 6e3COHHAM, feMKouMTo30M. BogHouac i3 MPM3HAYEHHAM LMX NiKiB AOUINbHO napanensHo
BMKOPWCTOBYBATU KaslbLEBMICHI  cepeaHUKK, BiTamiH D i BichochoHatv ana npodinaktmku octeonoposy.
Y peskux nauieHTis HeobxigHa aude- peHuianbHA AiarHOCTMKA MiX CTepoif-iHAyKOBaHOK MionaTieto i
MiacTeHiuHoto cnabicTio.

[lo3yBaHHA KOPTMKOCTEpOIaiB, 30Kpema, NpeaHi30NoHy npu MmiacTeHii — 60-80 mr/moby,
MaKcMmManb- Ha gosa 100 mr/moby, npuitom BpaHui nicaa iKi yepes AeHb. MpuitmaoTb npenapat
npoTtarom 3-6 micauis, cTexkauu 3a epektom. licna focAreHHA MaKCMMasbHOI edeKTUBHOI 403w ii
Cnig, NoCcTynoBo 3MeHLyBaTW. HU3bKa [03a FOPMOHIB TpUBano € edpeKTnBHa y HaraTbox NaLliEHTIB.
CTOCOBHO CTepoigHoi nynbc-Tepanii - MeTUANpesHi30/IOHOM, KOTPa 3aCTOCOBYETLCA NMPU MiacTeHii B
OesKMX KpaiHax (AnoHis), To TyT ctaHgap- Tom € go3a 500-1000 mr/ooby B/ npotarom 1-3 gHis:
iHiLjanbHEe CKOpPOMMHy4Ye MoripweHHs, ocobimBo 3  6OKy bOynbbapHWX M'A3iB, MOXKe BMMaraTu
MOHITOPUHIY B YMOBax BiAAiNeHHA iHTecMBHOI Tepanii. [leTani i cTpaTerii ctepoigoTepanii B TakMx
NaLieHTiB NpecTaBaeHo y A04aTKY 3 LbOro nocibHMKa — y HimeubKMx AupeKkTMBax WoA0 NiKyBaHHSA
MmiacTeHii Big, 2016 p.

8.3. AoBrorepmiHOBa iMyHocynpecis

N.B.

rON0OBHI O3HAKU IMYHOCYMPECUBHOI TEPANIT MIACTEHI|
®  OcHOBHa Tepanis, WO BN/MBAE Ha MaToreHes Xx8opobu

MoBMHHA MaTV MiHIManbHY KiNbKicTb NOBIYHMX edeKTiB

[yxe TpuBana / NoxuTTesa (3a BiACYTHOCTI pemicii)

AsaTionpuH gie Yepes CBilt MeTaboniT 6-mepKanTonypuH, NpurHidytoum cuHtes AHK i KAiTuHHY
npo- nipepaujto. 3aiMCHEHO KislbKa 0b6CepBaLiiHMX AOCAIAXKEHb LbOro npenapaty npu miacteHii. B
cepii xBopux i3 26 ocib, nonepeAHbO pe3ncTeHTHMX A0 AKTI i raoKOKOPTUKOIAiB, 78% i3 HMX
3acBigYMAM MOKPALLEHHA Ha NpuUIOMI asaTionpuHy. B iHwomy gocnimxkeHHi 91% i3 78 naujeHTiB 3
MiaCTeHiel0 CNpUAT/IMBO BigpearyBaaM Ha Ueh npenapaT AK MOHOTepanito abo B KombiHauii 3
KOPTUKOCTEPOIAAaMM, TUMEKTOMIEID UM HUMM 0boma. B e oaHOMY [OCAiaKeHHi BUABNeHO, Wwo 83%
i3 18 pocnigsKyBaHMX OCiO CMPUATAMBO BIATYKHY/IMCA Ha MPW- 3HAYEHHA a3aTioNnpuUHy MPOTArom 6
MicsLiB i fJoBle. B npaKTUui MOro 4acto KOMGIiHYIOTb i3 rOpMOHamMW. 3a- CTOCYBaHHA PaHHbOI
«BMCOKOZ030BOI» iMyHOCYNpecii 32 AONOMOrot0 asaTionpuHy i NPeaHI30/N0HY CNpUAN0  TOMY, WO
6213bKo 50% XBOpPMX i3 MiaCTeHiel0 AocArain pemicii Yepes 2 POKM MOPIBHAHO 3 pPiBHEM pemiciii y
rpyni «HWU3bKOZLO030BOI» imyHocynpecii (nmwe 16%).

PaHoomizoBaHe Hecnine JOCNiIgXEHHA a3aTioNnpUHY NAKC NPeAHI30N0H Ha NPOoTUBary camomy
e NpeaHi3onoHy B 41 nauieHTa i3 reHepanisaoBaHo GoOpPMOIO XBOPOHM 3aCBig4MI0 MEHLL
BMparkeHe KJiHiYHe noripweHHA 3a 60 micAuiB y rpyni KOMBiHOBAaHOrO /liKyBaHHSA NOPIBHAHO 3i
CTepPOiLHOK MOHO- Teparnieto, Xoua He BUABEHO MiXKIpyrnoBoi Pi3HML y NnapameTpax cuam m’a3is.
Mopanblue paHAOMI30BaHe, MNOABIMHO c/line JOCNIAXKEHHS a3aTionpuHy i NpeaHi3010Hy Ha NpoTUBary
npeaHi3onoHy i nnauebo y 34 ocib i3 reHepanisoBaHOK MiaCTeHi€ He NPOAEMOHCTPYBaNo
[,0CTOBIPHMX Pi3HMLb MixK 060Ma rpynamm 3a 06’eKTUBHUMM Ta CyD’EKTUBHMMM NOKa3HMKamMu. B Lbomy
X OOCNigXKeHHi ycepeAHeHa A03a FOPMOHaIb- HOro cepeaHMKa AOCTOBIPHO He Biapi3HAMaca y ABOX
rpynax 4yepes 12 micAuis Big NOYaTKy NiKyBaHHA, ane 1l CyTTEBO 3MEHLMAM Ha 36 micAub Tepanii y
rpyni «asaTionpuH + NpeaHi3010H» Ha NPOTUBAry «NpeA- Hi3010H + naauebo», Tomy Ha Uil nigcrasi
MOXKHa flymaTu Npo cTepoin-36epiratoumnii BNAMB LMTOCTATMKA. Y Baratbox KpaiHax a3aTionpuH €
npenapaTom MNepLIoro pagy cepes iMyHocynpecopis i Moro npusHava-
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MOXMBOI.  MoWKMpeHnMHU  NoBiYHUMMK
ONtOBaHHA, LWKIPHUI  BUCUM, MNaHUUTO
[OBrOTEPMIHOBUM  YCKNAAHEHHAM  3ac
OLHUTY Yepes TpyaHoLLi AvdepeHujaLii
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nobiuHMX edpeKTiB MegMKameHTy i BIKOBOTO 3poCTaHHA (OHOBOI MMOBIPHOCTI paky. B xBopux i3
HefocCTaT-  HicTio  TionypuH-S-meTunTpaHchepasM npuv  OAHOYACHOMY B¥KMBAHHI  a3aTioONpuHY
MOXYTb PO3BMBATUCA BUPAXKEHE NPUTHIYEHHA aKTMBHOCTI KICTKOBOrO MO3KY, TOMY nepes, iHiLjaLieo
NiKyBaHHA CNif NepeBipATM aKTUBHICTb Lboro pepmeHTa 414 ineHTUdIKaLT NaLieHTiB rpynu pusmKy.

JlikyBaHHA NpenapaTom MOYMHaOTh i3 403U 2—3 Mr/Kr/moby, KOTPY MOXHa 3HU3UTU Y Npoueci
NKYBaHHA NpPW KNiHIYHO cTabifbHil pemicii npubansHo Ao 2.5 mr/kr/ooby i HasiTb HUKYe — Ao 1
mr/Kr/poby.

8.3.2. LukaocnopuH

EbekTM  UMKNOCNOPWMHY  OMOCEePeaKOBYIOTbCA  Yepe3  KaJbUMHEBPUHOBE  MPUTHIYEHHSA
YTBOPEHHA iHTepaenkiHy-2 T-nimboumnTiB. € 3 HEKOHTPONbOBaHI AOCAIAMKEHHA LbOro cepeaHuKa
NP TAXKKINA MiacTeHii. Y nepwomy 3 HAX PeKpyToBaHi NauieHTV nonepeaHbo byan HeYyTAMBUMU 4O
aHTMXO/MiHeCTEpPa3HMX JiKiB  abo [0 KombiHaujii  TUMeKTOMii 3 [IlOKOKOpTMKOiZamu  abo
asationpuHom. 80% i3 10 3anyuyeHux ocib npode- MOHCTPYBanW BMpPANKeHe MOINWeHHA nicaa 12
MicALiB NiKyBaHHA. B Apyromy AOCNiIAKEHHI i3 ceMu XBOPUX, KOTPi He BifgryKHY/IMCA Ha TUMEKTOMILO,
KOpPTUKOCTEPOIAW, a3aTionpuH abo ix KombiHauii, 79% ocib Big4ynM 4YiTKe NOAINWEHHN CBOrO CTaHy
yepe3 2 pokW. TpeTe AOCAIoKEHHA BKAOYANO 52 MAUEHTIB, PE3UCTEHTHUX A0 TUMEKTOMII,
ropmoHoTepanii i asaTionpuHy; 3 Hux 85% 3acBigunMaM [OCTOBIPHE MOAIMWEHHA B cepefHboOMy
yepes 30 micauiB nicns iHiuiauji npuitomy npenapary.

B paHgomizoBaHOMY, MOABIMHO CANiNOMY [OCAIAKEHHI MOHOTepanii LMKAOCMNOPMHOM Ha
npotuBary nnaauebo y 20 nauieHTIB i3 reHepani3oBaHOK MiaCTEHIED BUABMAM [OCTOBipHE
NONINWEHHA cMAM M'A3IB B OCHOBHIM rpyni NopiBHAHO i3 niauebo Yepes 6 i 12 micauis Tepanii. IHWe
paHAOMI30BaHe, NMOoABIMHO cnine  AOCNIAMKEHHA LIMKAOCNOPUHY MJOC NPeAHi30/I0H Ha npoTueary
npeaHi3onoHy natoc naauebo B 39 ocib 3 reHepanizoBaHol GOPMOIO 3aXBOPIOBAHHA 3aCBIAYMIO,
L0 Yepes 6 micaLiB y rpyni LMKNOCMOPMHY HasiBHE BUPaXKeHile 3pOCTaHHA CUAM M'A3iB NOPIBHAHO
i3 nnauebo-koropToto. LlikaBo, WO He BUABAEHO CEPMO3HMX MINKIPYNOBUX Pi3HULLL Y MPOLEHTHUX
3MiHax f060BOi 03V KOPTUKOCTEPOIAiB Yepes MiBPOKY NiKyBaHHA — AKLLO TECTOBAHWUIA LIMTOCTAaTMK
epeKTMBHUMI, TO BiH MaB b1 peanizoByBaTu cTepoia-36epiratoumii BNIMB.

Xoua umknocnopuH, 6e3 cymHiBy, epeKTUBHUIA NPU MiaCTeHii, MOro 3acTocyBaHHA obmerKeHe
no- TEHUIMHUMKM acOLiMOBAHUMWU YCKNALHEHHAMU — HePPOTOKCUYHICTIO, rinepTeHsielo i
NiABUWEHUM PU3M-  KOM BUHWMKHEHHA 3/10AKICHUX MNyXAWH. Jo iHWMX NOWWPeHUX nobiuHmx
edeKTiB HanexKatb rpunonoAibHi NposBu, rinepnaasia AceH, rinepTpUxos, Mianbria i Tpemop.

MopiBHIOKUM i3 AeAKUMU KATHIYHUMUK JOCAIAKEHHAMM, Ae MOHOTepania LMKAOCNOPUHOM 3aCTOCO-
ByBajsiacs Ha piBHi 6 mr/kr/goby Ha 2 npuitiomu, 3apa3 npu KombiHyBaHHI i3 cTepoigamu ioro
MPU3Ha- YalTb B HMMKUMX A03ax — crnoyaTky 3—4 mr/kr/poby, a gani 2-2.5 mr/kr/poby Ha 2
npunomu.

8.3.3. Lukaodpocdhamia

LUuknodocdamia — AHK-ankinytounii areHT i HecneumdiuHUM iHTiBITOp KNITUHHOTO LUUKAY.
3rifHO 3 BMCHOBKaMM OZHOIO A0C/IAKEHHA, NOBIAOMAAKTb NPO AOCATHEHHS CTabinbHOI pemicii y
42 xBOpUX i3 MiacTeHieto, KOTpi NpUMan meamuKaMmeHT npoTarom 2—37 micAuis. 3 LMX NaLieHTiB
33 0AHOYACHO OAZEepP- KYBA/M IMIIOKOKOPTUKOIAM, @ N'ATbOM BUKOHAHO TUMEKTOMIt0. B apyromy
paHAOMI30BaHOMY, NOABIMHO CNIMOMY AOCANIAXKEHHI BHYTPILHbOBEHHOI My/abc-Tepanii
unknodocdamigom naoc NPeHi30N0H Ha NPOTUBAry NPeAHi300Hy nNatoc naauebo y 27 ocib i3
TAXKOIO reHepanisoBaHoo Gopmoto XBOpobM BUAB- NEHO AOCTOBIpPHE NOINWEeHHA CUAn m'AsiB y
rpyni unknodocdamiay yepes 12, ane He 6 micAui. Y Ll }Ke OCHOBHIN rpyni 3aCTOCyBann HUXKYI
L,031 TIIOKOKOPTUKOIAIB Yepes 6 i 12 micAuiB Big NoYaTKy NiKyBaHHA. X0 iCHYHOTb YiTKi AOKa3n Ha
KOPUCTb KiHIYHOT epeKTUBHOCTI LbOro NpenapaTty Npu miacTeHii, 1Moro npusHayaoTb BiAHOCHO
PigKO Yepes BUCOKMI pU3KNK NOBIYHMX edeKTiB — 3ananbHuX i GibpoTUY- HUX yparkeHb CEYOBOrO
MiXypa, MPUTHIYEHHA KiICTKOBOrO MO3KY, aKTMBALLii OMOPTYHICTUYHUX iHPEKLiN, be3nniaas i
NiABULLEHOTO PU3NKY PO3BUTKY 3N10AKICHUX MYXAWH. [HLWI YyCKNaAHEHHA BHACNIA0K NpU3Ha-
YEeHHA MegMKaMeHTy — HyAo0Ta, 61t0BaHHA, anoneLis, 60ni B KMBOTI, NOHOC.
HasBHI ABa peXKMMKN BUKOPUCTAHHSA LbOro npenapaTy:
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1. Mynbc-Tepanis: gosa 500 mr/m2 not
npenapa- Ty MecHa (mepKkanTo
FPYHTOBaHa Ha pesy/ibTatax npocne
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2. ImyHo- abo mienoabnaTtusHa Tepania: gosa 50 mr/kr/goby npoTarom 4 NocnifoBHUX AHIB, Micns
4yoro iae 3acToCyBaHHA TPaHYNOLMTAPHONO KOJOHIECTUMY/OIOYOro ¢dakTopa abo ayto- uu
anNoreHHa TpaHCMAaHTaLis CTOBOYPOBMX KAITUH (Cxema FpyHTOBaHa Ha pesynbTaTax KifbKox
KNiHIYHWX BUMAAKiB).

8.3.4. MeToTpekcar

MeToTpeKkcaT — aHTaroHicT ¢onaTty, KOTPUI NPUrHIYYeE CUHTE3 NYPUHIB i NipumiguHis de novo.
Hemae onybnikoBaHUX pe3ynbTaTiB AOCNiAKeHb A06poi AKOCTI WOoAO0 MOro MNpPU3HAYeHHs npu
MiacTeHii. [lpoTe LeN areHT 4acTo 3aCTOCOBYIOTb AK MpenapaTt APYroro paay B XBOPWX, AKi He
nepeHocATb abo He pearylTb Ha a3aTiONPUH 3 TaKMX NPUYKH: (1) AaHi, EKCTPanoNboBaHI 3 iHWMX
aBTOIMYHHMX PO3/1agis, [AatoTb MNiACTaBM AyMaTVM NPO Te, WO 3rafaHui cepefHUK MoOXKe OyTu
edeKTMBHUI | y XBOpUX i3 miacTe- Hi€to; (2) MOro npusHayYeHHA MiATPUMYETbCA B €KCMepTHUX
anpektueax; (3) 6arato nikapiB maloTb CBiA NO3WUTUBHUIA A0CBIA POBOTM 3 UMM MeAUKAMEHTOM.
HUWHI npoBOAATLCA KNiIHIYHI AOCNIAKEHHA WOAO0 OUiHKM eDEeKTUBHOCTI METOTPEKCaTy Npu MiacTeHii.

MobiyHi edekTM npenapaTy 3a3BMYal Jilerki — asoneuida, MyKO3WT, Aucnencis, nomipHe
3pOCTaHHA  neyiHkoBuX ¢depmeHTiB y Kposi. Cepen PpiAKICHUX CEpPHO3HUX YCKNAAHEHb —
renaToTOKCUYHICTb, MPU- THIYEHHA remonoesy, NHeBMOHIT.

[o3yBaHHA meToTpeKkcaTy — 7.5-15 mr pa3 Ha TMXAeHb, MaKCMManbHa Ao3a 25 mr pas Ha
TUKAEHb B NOeAHaHHI 3 dosieBoto Kucnototo (5 mr/aoby).

8.3.5. MikodheHOAdT MODeTUA

MikodeHonaT modpeTnn y npoLeci NnepeTBOPeHHs Ha CBili aKTUBHUI MeTabosliT — MikodeHonoBy
KMUCNOTY NpUrHivye nponidepadito T-nimoduTLiB LWASXOM 6NOKYBaHHA CUHTE3Y MYPUHIB.
Ony6nikoBaHO pPe3y/nbTaTy KiIbKOX BiZAKPUTUX AOCIAKEHD LbOro cepeaHuKa Npu miacTteHii. B
OAHOMY 3 HUX 68% i3 22 XBOPWX, KOTPi B MUHYIOMY BYN PE3NCTEHTHUMM A0 a3aTiONPUHY YK MOTO
KOMBiHaLLi 3 TIIOKOKOPTUKO- igamu, Ha MoHoTepanii MikodpeHonaT modeTnnom Tpusanictio 2-18
MmicALIB A@MOHCTPYBaAM BiAYyTHE KAiHIYHE noninweHHA. B iHwomy aocnigxeHHi 67% i3 12 nauieHTis
3 MIaCTEeHi€l, Pe3UCTEHTHMX 40 KOpP- TUKOCTEpOiais, a3aTionpuHy, LLUKNOCNOPUHY abo TUMEKTOMI,
LEeMOHCTPYBann NOAIMWEHHA CTaHy Nicaa  NiKyBaHHA TPUBANICTIO B cepeaHboMy 11 micAuis.
PeTpocneKTMBHMI aHani3 3aCTOCyBaHHA MeAMKaMeHTY B 85 XBOpUX OCib, 3 AKX 48-M BUKOHAHO
TUMEKTOMIO, @ 66 NpuiiMany pisHi KOMBIHaLi rOPMOHIB, a3aTio- MPUHY, LLUKAOCMNOPUHY i
MEeTOTpeKcaTy, 3aCBifuvB noninweHHs B 73% nauieHTiB. Y We 04HOMY AOCNIAXKEHHI BMBYa/M BNAMB
MiKopeHoNaT modeTuny aK MoHoTepanii abo B KOMbiHaLji 3 KopTUKOCTepoigamu. Y rpyni
MoHoTepanii (36 xBopux) NpubAn3HO 75% 0cib Aocarnu 6axkaHUX TepaneBTUYHUX Linen nicas 25
MicALiB NiKyBaHHA, y rpyni noninparmasii (66 ocib) noaibHuit nokasHuK (75%) by AOCATHYTMI Yepes
2 poKu Tepanii.
PaHgoMmi3oBaHe, NoagiiHO ciine, 36-TMXKHEBE AOC/IAMKEHHA LbOro npenapaTy B MOEAHAHHI
3 [/IIOKOKOPTUKOIZAMM HA NPOTMBAry OCTaHHIM y MOEAQHAHHI 3 naauebo y 176 xBopux Ha MmiacTeHito
He 3acBiuMio edeKTMBHOCTI MmikodeHonat modetuny. AHanoriyHi pesynbTatv oaepxkaHo B 12-
TUXKHEBOMY [A0C/IAXKEHHI 3 aHaNorivyHMm amsanHom y 80 nauieHTiB 3 BepudikoBaHUM AiarHO30M.
PesynbTaTv  3ragjaHux  paHAOMI30BaHMX  KOHTPOJIbOBAaHMX  [AOCAIAKEeHb  BBaKaloTbCA
obMeKeHMMM Yepes iX KOPOTKOTPUBANICTD i BULLi Big, OYiKyBaHMX Nepesaru Big, 403 NpeaHi3010HY B
nnauebo-rpynax. OcKinbku mikodpeHonat modetnn 3a3smyait fobpe NepeHoCUTbCA i Ma€ BigHOCHO
[o6puit npodinb 6esne- Ku, MOro BBaXKaloTb MeAMKAMEHTOM TPETbOTO PAAY NpY miacTeHii. MobiyHi
edeKkT nepeBaxkHO cnaboHe- BupaxeHi — 6iNb ronoswu, HyAoTa, Aiapes, 4O CEPNO3HUX HanexaTb
iHpEeKL,i, NPUTHIYEeHHA KPOBOTBOPEH- HS i renaToKCUYHICTb. [ly»Ke pifKo Tpan/ifaeTbcs Nporpecyroya
MynbTUdOKaNbHA NelrikoeHuedanonartis.
[o3ysaHHs npenapaty — 0.5-3 r/ao6y Ha 2 npuitomn (nepesBaxkHo — 1 r A4Bivi Ha A06Y).

8.3.6. Putrykcumab

PUTyKcMMab — XxuMmepHe MOHOK/IOHA/bHE aHTUTINIO, CNPAMOBAHE MPOTU MOBEPXHEBOrO
mapkepa CD20 B-nimdpoumTis. B ogHiit cepii 3 6 nauieHTiB i3 pedpakTepHoto miacteHieto (4 MuSK+
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reHepanizoBaHolo miacTteHieto (3 MuSK+ ocobu, 7 AChR+ ocib) 3acTocyBaHHA 3ragaHoro areHTa
CNpuYM- HWAO noninweHHs B 60% Bunagkie (Bkatoyaroum MuSK+) i Aano 3mory 3HU3UTM 403U
imyHocynpecopiB. Y peTpoCneKTUBHOMY [AOCANIAMEHHI HWM3bKMX 403 PUTYKCMMaby npwu
pe3ncTeHTHUX GopMax 3axBOPHO- BaAHHA BMABWUIM KAiHiYHe nosinweHHa B 14 oci6 (3 MuSK+, 11
AChR+).

€ nonepegHi [A0KasW, WO UeM npenapaT KOPUCHUKM Npu  MmiacTeHii, ane Woro chig
BMKOPUCTOBYBATU Y TAXKKMUX pedpakTepHUX BUMNALKaX, HEUYTAMBUX OO iHLIMX METOAIB NiKyBaHHA.
HWHI areHT TecTyloTb Y KiIbKOX KAIHIYHMX pocnigrKeHHAX. CyTTEBMM HeAO0NiKOM 3a/lMLIAETbCA
BMCOKa UiHa. MowupeHuMM MOoCTiHPY3IMHUMKM YCKNAAHEHHAMM 4Yepe3 MOoro npusHayYeHHA €
JIMXOMaHKa, 03H0b, HyfoTa, 6/1t0BaHHA, rinepemis i 6poHxocnasm. [lo TAXKKUX NOBIYHMX edeKTiB
Hanexatb HenTponeHia, iHbekuii Ta NigBW- LWEHU PU3SUK NpPOrpecyroyoi MyabTUDOKaNbHOI
nenkoeHuedanonatii. TakoXK cnig BpaxoByBaTM BTOPUHHM rinornobyniHemii, WO BUHUKAOTbL
NpU BUKOPUCTAHHI Putykcumaba (npama pgia Ha CD20 B-nimdpouutn, 3HaAYHE 3HUNKEHHA
npoAykKuii imyHornobyniuis), Wwo notpebye KOHTPoOLO piBHA IgG B cMpoBaTLi KpoBi Ta 3amicHoT
Tepanii BHYTPilWHbOBEHHMMU iMyHOrn06yniHamu (npu piBHi IgG B cuposaTui Kposi meHbw 4,0
r/n).

[o3ysaHHs npenapaty — 1000 mr 8/8 Ha 1 15 geHb KOXHI 6—9 micaAuiB.

8.3.7.TakpoAaimyc

Takponimyc npurHiyye ytBOpeHHA T-nimpoumTtiB | CUHTE3 iHTEp/enKiHy-2 uepes
Ka/IbLLMHEBPUH- OMOCEPeKOBaHUA MexaHisM. Y 16-TUKHeBOMY BiAKPUTOMY AochifxKeHHi 19
NaLi€EHTIB i3 reHepasni- 30BaHOK MIACTEHIEID, KOTPUX NiKYBAIM HU3bKMMM [03aMU LLbOrO areHTa i
B AKMX B aHamHe3i byna Tumektomia, 37% nNpoAeMOHCTPYyBanW KiiHiYHe nosinweHHa. [pyre
BiAKpUTE AOCNIAKEHHA HU3bKMX [03 TaKpoJlimycy, B fiKe 3anyunam 17 cTepoif-3anexkHux ocib
nicna TMMeKTOMIi, 3acBig4YMn0 noninweHHA cTaHy B 71% BMNaZKiB. Y BiZKPUTOMY AOCAHIOMKEHHI
npenapaTty npu TAXKKiA miacTeHii y 79-TM XBOpMUX, AKMM Oy/lI0 BUMKOHAHO TUMEKTOMIIO i SKi
NpUMUMann NPeaHi3oNoH i UMKNOCMOPUH, 87% 3 HUX AOCArIM  dapMaKoIoriYHOi pemicii yepes 2,5
POKY NiKyBaHHA.

Y Bennkomy (212 ocib) AochnigKeHHi BMBYANM HEBENMKI 03U MeauKameHTy. [ocnigyKysaHi
nauieHTM 6yamn abo nicna TMMEKTOMII Ha LMKAOCNOPUHI 1 NpeaHi30/10Hi, abo nicna TMMeKTOMIi Ha
Takposimyci, abo manu Bik noHaa 60 poKiB i3 reHepani3oBaHO MiacTeHiEld 6e3 TMMOMM, KOTPUM
TUMeKTOMIA Byna MpoTu- nokasaHa. JocnigxeHHa (cepeaHsa TpueanicTb 49,3 micaua) 3acsigumno
3pOCTaHHA M'A30BOI cMAKM Ha 23% udepes 1 micaub nicaa iHiyiawii cneumdiyHoi Tepanii i Ha 29% nig,
KiHeub. 3a pesynbTaTamu  HeBennkoro (10  XBopuX)  AOCNIAMKEHHA  CTepoig-3anexHol
reHepanisaoBaHoi ¢opMM MiacTeHii, NiIKOBAHOI TAaKPOAIMyCOM NPOTATOM cepeaHboro nepioay 3,1
POKY, BUABMEHO K/iHiYHe noninweHHsa B 50% ocib. B iHWOMy focni- [XKeHHi 3 nogibHum ansaliHoM
NONIMNLWEHHA He Bif3HaYNN.

€ J/mMwe opHe paHAOMI3OBaHe, Hecnine, niauLebo-HEKOHTPONbOBAHE  AOCAIAMKEHHA
KoMbiHauii Takponimy i THOKOKOPTMKOIZB 3 nsiasmadepe3om i 6e3 HbOro Ha mnpoTmBary
NOEAHAHHIO KOPTUKOCTe- poiais i nnasmadepesy B 34 nauieHTiB 3 reHepanisoBaHMM BapiaHTOM
XBOPO6MU. MpM3HAYEHHSA LbOro Mpenapary acou,itoBasoca 3i 3HUKEHHAM HeobXiAHOCTI pi3HUX MeToaiB
imyHocynpecii.

AreHT BIOHOCHO 6e3MeyHnii | TPaKTYeTbCA AK MeAMKaMeHT TpeTboro pagy. Woro
NOWMpPEeHMMU MNOBIYHMMM edeKTammn € He3HayHe MigBULLEHHA KpeaTUHIHY CUpOoBaTKWM KpPOBi,
rineprteHsia, 6inb rono- BwW, rinepraikemia, Tpemop, napectesii, nimdoneHia i HenTpodinia.
Takponim moxke 6yTH NOB'A3aHMI i3 NiABULLEHUM PU3UKOM PO3BUTKY 3NOAKICHUX MyXAUH.

[Ho3ysaHHs npenapaty — 0.1-0.2 mr/kr/noby Ha 2 npuitomu.

8.4. KOPpOTKOTEPMIHOBA iMYHOMOAYASLLA

8.4.1. AtoACbKUI iIMYHOTAOGYAIH
MexaHi3m aji ntoacbKoro imyHornobyniHy npu BHYTPILUHbOBEHHOMY BBEZEHHI NMpW MiacTeHii
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BMMAAKiB, 30Kpema npu reHepanizoBaHmx popmax. 3acBigyeHo, Wwo 3a eGpeKTUBHICTIO BiH CyMipHUIA
i3 nnasmadepesom npu nepegonepaLiiHii TMMEKTOM.

3aranom NpoBeAeHO 5 KAIHIYHUX AOCNIAMKEHb, Y SKUX MOPIBHIOBA/NM BHYTPILWHbOBEHHI iHY3il
NOACBLKOro iMyHOr1I06yiHY i3 naauebo Ta iHWKMMK nigxoaamu nNpu miacteHii. Y nepwomy 3 Hux (15
oci6 i3 1erko NOMIPHUMM CTaZisMM 3aXBOPIOBAHHA) HE BUAB/IEHO AOCTOBIPHOT MiXKrpynoBoi pisHML
yepes 6 TUKHIB. TaKOXK He Big3HaYeHO Pi3HML| MiX go60oBMMK go3amm 1,2 r/Kri 2 r/kr. Y apyromy
pocnigkeHHi 51 xBoporo i3 ek3auepbalieto reHepanizoBaHoi miacteHii imyHornobyniH foctoBipHO
noAinwyBsas m’A30BY CUAY B OCi6 i3 HANTAXKYMMM GOPMaMM 3aXBOPIOBAHHS.

MOpPIBHAHHA MiK BBEAEHHAM NOACLKOTO iMyHOrN06yAiHY | nnasmadepesom 34iicHIoBann y 2-x
[OCNigKeHHAX. Y nepwomy 3 HUX (87 naujieHTiB) He BUABMEHO AOCTOBIPHOI PI3HUL MiX rpynamm
B NapameTpax M’a30B0i cuM Ha 15-i AeHb NiKyBaHHA. AHaNOr4YHO BUCHOBKM APYroro AOCAiAXeHHsA
3 nepexpecHum amsaiiHom (12 ocib 3 nomipHO TAXKO Gopmoto y cTabinbHil ¢asi) 3acsigumnnm
BIACYTHICTb  MiXKIpPynoBuMX pisHWUUb nicaa 1-ro i 4-ro TUXKHA Tepanii. Y KoxXpeWHiBCbKOMY Ornsgi
noBigOMNAOTL  MpPO BMCHOBKM  HeonybniKOBaHOr0  PaHAOMI30BAaHOTO  KOHTPO/IbOBAaHOrO
OOC/IAMKEHHA  BHYTPILWHbOBEHHOrO  BBEAEHHA  JIIOACbKOrO  iMyHOrnobyniHy Ha  npoTtusary
nepopasbHOMYy MeTUAMNPEeaHI30N0HY B 33 XxBOpuX i3 eK3auepbalieto 3aXBOPHOBAHHA, KOTpe He
3aCBIAYNIO0 AKOICb CYTTEBOT Pi3MHL Mik o6oma nigxogamu. [opiBHANbHE AOCAIAKEHHA Pi3HUX 403
imyHornobynidy (1 i 2 r/kr) B 173 nauieHTiB 3 reHepanisoBaHO MiaCTEHIE TeX He BKa3aio Ha
LOCTOBIPHI pi3HULL.

€ [oKasu, WO OACLKUIA iIMyHOrNo6yNiH epeKTUBHMI NPKU 3aroCTpeHHi reHepanisosaHoi Gopmu
3aXBOPHO- BaHHA, LWOAO XPOHIYHMX GOpPM Li [OKa3M MeHLW O4veBWAHI. 3a3BMYail BBEAEHHA LbOro
cepefHMKa pe3epByloTb 1A ONTUMI3aLLi M’A30BOI CMAM Mepes, OMepaTMBHUM BTPydYaHHAM. Moro
NoLMPEHVMM NOBIYHUMK edpekTammn € Binb ronosu, HyaoTa, IMXOMaHKA W aneprivyHi peakuji. B ocib i3
HegocTaTHicTio IgA (4actota 1:1000 y ujisiomy B MOMYAAU() MOMKYTb BUHMKATU TAMKI aHadinakKTUYHI
peakuji, Tomy nepep, Mo4YaTKOM Tepanii NIIOACLKMMU  BHYTPILUHbOBEHHUMM iMYHOr/1I06yniHaMu
HeobXigHO BU3HauMTU piBeHb IgA. |HAyKOBaHA iHOY3iEl0 rinepBo- /iemia MoB’A3aHa 3 PU3MKOM
KapAiomionarii, B MALLEHTIB i3 peHaIbHUMM 3aXBOPIOBAHHAMM B aHaMHe3i MOXe pPO3BMBATUCA HUPKOBA
HefoCTaTHICTb. BMCOKa WBMAKICTb B/AMBAHHA MpenapaTy aCOLETbCA 3 TPOMOOTUY-  HUMM
YCKNaAHEHHAMMU — iHPAPKTOM MioKapZa 1 iHCYNbTOM, Pa3om 3 TUM OCTaHHI KAIHIYHO MEHLL BUPaXKeHi
nopiBHAHO i3 nnasmadepesom. Cnig NPUTPUMYBATUCH LWIBUAKOCTI BBEAEHHA npenapata 3rigHo
iHCTPYKLji, a TaKoX pO3rnAfaTu B iHAMBIAYanbHOMY NOPAAKY BUKOPUCTAHHA B Tepanii cynposoay
AHTUKOAryNAHTIB.

OCHOBHIi NOKa3aHHA 4,0 iMyHOrobyiHy no3a mesKamMu NiKyBaHHA MiaCTeHIYHOTO Kpu3y:

pedpakTepHa MiacTeHia — TpuBano (MicaAui-poKkm)

NiKyBaHHA NnepefKpu3iB — OQHOKPATHE UM NOBTOPHE

NiKyBaHHA peunamnBiB — OAHOKPATHE WU NMOBTOPHE

cTepoig-3bepiratoya Tepanis

EdeKTMBHICTb iMyHOrI00YiHY HUXKYaA MPU eTKUX GOpMax 3aXBOPHOBAHHA Ta OYHIN Gpopmi.
3pocTae iHTepec A0 npenapaTiB iMyHOrI06yAiHY Ana Tepanii peuuanBiB cepeaHboi TAXKKOCTI,
ToMy WO ue 6esneyHe NikyBaHHA. Mpy HEObXiAHOCTI 3aCTOCOBYBATM iX 3py4Hiwe A1a NigWKipHOro
BBeAEHHA Ha gomy. Neplue NpocneKkTUBHE AOCNIAXKEHHA TaKOro niaxoay 3akiHueHe B 2017 poui, iHWi
OOCNIAXKEHHA — NPOAOBKYIOTHCA.

W e

8.4.2. Naasmadpepes

BBaKatoTb, O NpM MiacTeHii nnamadepes Aje WAAXOM YCYHEHHA 3 KPOBOMAMHY LMPKYIOYUX
aH- TUTIN, LMTOKIHIB, IMyHHUX KOMMMEKCIB Ta iHWMX 3anasbHUX mMegiaTopiB. JJoBeAeHO, WO B TaKuX
MaL€eHTIB  3aCTOCYBaHHA LbOro TePaneBTUYHOIO METOAY CMPUYMHAE 3HUMKEHHA KOHLLEHTpaL,ii aHTUTIN
no HAP i MuSK. Ynepuwe ioro 3actocyBanu wwe B 1970-x pokax. BinbLwicTb BiAKPUTUX AOCNIOKEHD, Y
KoTpi 3anyyanm 20 i 6inb- wWe XBOPMX Ha MiacCTeHito, AKi B)Ke MWAM HA iIMyHOCYNPEeCcUBHUX Ta
iMyHOMOZy/IIO04MX areHTax, 3acsigumnna nepesaru Takoro nigxoay. B ogHomy meTtaaHanisi (oxonneHo
166 xBopux i3 reHepanizoBaHol popmoto 3 5 pocnigKeHb) 78% ocib KOHCTaTyBanu ABHE K/iHIYHE
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10. 0. MatsieHko, T. I.

1 micaub Big, NoyaTKy NiKyBaHHA Ainwi y rpyni nnasmadepesy. B HepaHAOMI30BaHOMY AOCAIAKEHHI
Pi3HUX  peMMiB nnasmadepesy nNpu reHepanizoBaHin MiacTeHii He BUABNEHO KOAHOI Pi3HMLL.
[oBeneHo, WO uUelt TepaneBTUYHUIA MeToZ nepes TUMEKTOMIE MOoAiNWye nicaaonepauinHmn
NPOrHO3 Y TaKMX NaLLEHTIB.

MpoBesieHO OfiHe paHAOMI30BaHE KOHTPO/IbOBAHe AOC/IAXKEHHA Nnasmadepesy Ha NpoTUBary Mo-
HoTepanii npeaHizonoHom y 14 xBOpuX i3 reHepanisoBaHo GOPMOIO 3aXBOPIOBAHHA, KOTpe He
3aCBiA- 4YMA0 KOAHWUX Mepesar neplioro yepes 1 micaub Bif NoyaTKy NiKyBaHHA. [lBa noganbuui
paHAOMI30BaHi KOHTPO/IbOBAHI AOC/NIAMKEHHSA, B AKMX MOPIBHIOBANM LWOAEHHWUM i a/nbTepPHYOYMNiA
pexMmu nnasmadepesy Npu miacTeHii, He 3acBigUYNIM [OCTOBIPHOT Pi3HUL.

Lleit nikyBanbHWUIA NigXia, LUMPOKO BUMKOPUCTOBYIOTb MPU TOCTPUX TAMKKMUX eK3auepbauiax
XBOPOOM ANA  [JOCATHEHHA TMMYAcOBOro MojinweHHA abo AK MeToa ONTMMIsaLii cTaHy naujeHTa
nepes onepadujeto. Bubip Mixk HUM abo iHOy3iero NoACbKOro iMyHOTN06YiHY FPYHTYETLCA Ha OLjiHL
NiKapem CMpPOMOXHOCTI XBOPOrO MEPeHOCUTU KOHKpeTHe BTpyvaHHA. OCKinbKM 3acTocyBaHHA
iMmyHOrN06YiHY MOB’A3aHe 3 MEHWMMU TexHiY4- HUMM TPYAHOLWAMM M ACOLIOETLCA i3 HUMKHUM
piBHEM YCK/IaAHEHb, TO 3@ NPAKTUYHO OAHAKOBOI TEPaNeBTUY- HOi edeKTUBHOCTI 3a3BUYal BiaaatoTb
nepesary omy. binbwictb Nnpobaem npu nnasmadepesi CTOCYOTbCA TEXHIYHUX MOMEHTIB, NOB’A3aHMX
i3 cyaMHHMm goctynom, — iHdeKyii, Tpombo3y, NHEBMOTOPAKCY, MOBITPAHOI embonii. IHTeHCUBHUIA
3abip i peiHdysia nnasmm Npu3BOAATbL A0 FiNOTEHsii, piAMHHOrO nNepeobTAXKeHHA i 3a-  CTiHOI
cepueBoi HegocTaTHOCTI. LUnTpat, KoTpuit npu nnasmadepesi BBOAATb ANA aHTUKOArynaLii, iHKoam
CNPUYUHAE MOPYLUEHHS KUCNIOTHO-NYXKHOI piBHOBAru i rinokasnbuiemito. Mnasmadpepes bys nos’asaHuin
i3 nig- BuweHMm piBHem cmepTHocTi (RR: 2,21, 95% Cl: 1,77-2,78), cepuesux ycknaaHeHb (RR: 2,13, 95%
Cl: 1,81-2,5),

cuctemHumx iHdekujn (RR: 2,23, 95% Cl: 1,92-2,6), TpomboTMYHKX ycKnaaHeHb (RR: 1,13,95% Cl: 1,09-1,59).

8.5. AOBroTepMiHOBA iIMYHOMOAYAALLIS

8.5.1.TumekToMiIs

MexaHi3m, 3 [JOMOMOrol0 AKOr0 TUMEKTOMIA MOTEHLMHO CNpUATAMBO BMJIMBAE Ha
NaLieHTIB 3 reHepasnisoBaHO MiacTeHielo 6e3 TUMOMM, 3a/IMLIAETLCA He 30BCiM 3p0O3yMiNnm, ane,
MMOBIpHO, BiH CTOCYETbCA MepepuBaHHA YTBOPEHHA aHTUTin Ao HAP B-knituHamu. Xoya uto
ornepawito BUMKOHYyBanu wWwe 3 cepeguMHn 20 CTONITTA, CyvyacHa peTenbHa [AOKa30Ba OLUiHKa ii
epeKTUBHOCTI CBiAYMTD, L0 BOHA /i1Le
«MOXKe» MiABULLYBATU WMMOBIPHICTb pemicii npu 3axBoptoBaHHi 6e3 Tumomu. HuHi npoBogAaTb
0OCAi-  OXEeHHA, Y CMPUYMHUTL AO0AABaHHA L€l onepauii 40 moHoTepanii npegHi3onoHOM Yy
AChR+ naujieHTiB 3HUMKEHHA 3arasbHOI 403M FOPMOHY MPOTATOM 3 POKIB.

BiNbWicTb PETPOCNEeKTUBHUX AOCNISKEeHb BKa3ye Ha Ninwy TepaneBTUYHY peakuito Ha
TUMEKTOMIlO, SKLWO il NPOBOAUTM Ha PaHHIN cTagii reHepanizoBaHOI MiacTeHii, — came Tomy ii
pekoMeHAyoTb B iHTEep- BaJli 3 pOKiB Big BCTAHOBNEHHA AiarHo3y. He icHye KOHCeHcycy Woao Toro,
AKMA Mae ByTM BiK xBOpux 6e3 TUMOMM, KOTPMUM HeobXiZLHO BMKOHYBATU onepalito, npoTe
BinblWicTb eKcnepTiB 06MeKye Moro BepxHio Mexy 60—65 poKamu, OCKibKK B OCib MOXMIOTro BiK
TUMyC 3a3BMYaii niggaeTbca atpodii. Ob6CTOwMTb  pi3Hi  XipypriyHi migxoau, npoTe nuvwe
npoueaypa i3 AKHAWMOBHILMM BMAANEHHAM TKAaHUMHU TUmyca € 6axaHol. TUMEKTOMilO He
pekomeHaytoTb Y MuSK+ XBOpUX, OCKINbKM PETPOCNEeKTUBHI AOCNAIAXEHHA He NigTBeAXKYHoTb
HaABHOCTI MATO/IOMNYHUX 3MIH Y TUMYCi B LA KOropTi. Y1 BiAYyOTb MOJIEreHHA CepOHe- TraTUBHI
NaLieHTM i3 MiacTeHi€lo Bif, TaKOro BTPYyYaHHA, 3a/IMLLAETLCA NPEAMETOM AUCKYCIN.

TUMEKTOMIA 3aBXKAM MOKasaHa y xBopux i3 Tumomoto (10% naujieHTi). BuaaneHHsa ii He
3aBXKAM MNPWU- BOAUTb [0 PeMicii, xo4ya, o4yeBnAHO, nepebir 3axBoptoBaHHA Ha GOHI MyXAUHM
BMJIOYKOBOI 3371031 Tip- WK NOPIBHAHO 3 Ti BiACYTHICTIO. B NEeBHMUX arpecuBHMX BUMALKaX MOXKYTb
6yTM  MOTPIGHIWMMKM  NOKasnbHa  MNpoOMeHeBa Tepanid Ta  ximioTepania. HeobxigHwi
[0BroTEPMiHOBMIA MicasgonepaLiiHMii MOHITOpUHr 3 gonomoroto KT abo MPT rpyaHoi KniTku 3
NpPMBOAY MOXX/IMBOTO peLuanBy.

MiacreHia. Mliapy4HK ANA CTyAEHTIB MEAMIHOTO GaKybTeT
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8.6. Aik yBaHHa AChR- miacTeHii (BkAloYao4mM MuSK+
RADIAHTU)

N.B.
PE3IOME PEKOMEHZALIM MO NIIKYBAHHIO AChR- MIACTEHIT (BK/IOYAKOYM MuSK+ BAPIAHTU)
®  Hemae foKasiB, WO TUMEKTOMIA epeKTMBHA Npu MuSK+ miacTeHil.

®  AHTMXONiIHecTepasHi areHTM edPeKTUBHI B MeHLIOI KinbKocTi nauieHTiB i3 MuSK+ miacTeHieto
nopiBHaAHO i3 AChR+ ¢popmoto, Mpu ToMy B NepLumnx iHKO/IM HEMAE TepaneBTUYHOI peakLii abo
PO3BMBAETHLCA 3aroCTPEHHA CUMNTOMIB Ha GOHI NiKyBaHHA. Tomy L mpenapaTu caig, noymHaTu
3aCTOCOBYBaTU 06EpPEeKHO i 3 HEBEIMKUX A03

® [laujeHT i3 MuSK+ miacTeHieto matoTb aucdarito i Kpusm yacTiwe nopiBHAHO i3 AChR+
dopmolo; crovaTKy TakMx NaLieHTIB NiKyOTb KOMBIHALLIEIO CTEPOIAIB Ta iIMyHOCYnpecopis, nNpu
NoripweHHi CMMNTOMIB 3aCTOCOBYIOTb NMia3madepes abo NtoACbKMUIA iMyHOTrN06YiH

® V noagiiHo cepoHeraTMBHMX nauieHTiB (MuSK— ta AChR-) npu TMmomi cnig 3actocosysaTtu
TUMEK- TOMIl0, NPY BiACYTHOCTI TUMOMM — nia3madepes (i3 TepaneBTMHHOIO Ta AiarHOCTUHHO

MpubnnsHo 15% nauieHTiB i3 MiacTeHielo 3aranom cepoHeraTmMBHiI WoAo aHTMTIA Ao AchR, geaki
3 HMX € MuSK+. MMauieHTiB, AKi cepoHeratTMBHi wogo obox Ttunis aHTWTIA (MuSK— Ta AChR-),
03HauyIoTb AK
«MnoABINMHO cepoHeraTMBHI». OAHaK BMPArKeHICTb 3aXBOPIOBAHHA HE OA4HAKOBA B YCiX TaKMX MALLIEHTIB;
OeAKi AOCNIOHWKKM BBaXKaloTb, LLO BOHM MatoTb aHTMALLETMAXOANIHOBI (KnacTepusoBaHi) abo aHTu-
MuSK  aHTUTINa Ha piBHI, HMXYOMY Bi4 MeXi BUABNEHHA. ICHYIOTb MOBIAOMJEHHA MPO HOBI
NaToOreHHi aBTo- aHTUTING, HANPUKAAZL, aHTUTINA A0 Lrpd y noABiHO cepoHeraTMBHUX OcCib, ane HUHI
HEeMa€e AaHMX WOA0 SAKUXOCb 0COBNMBOCTEN KOHKPETHOrO KNIHIYHOrO NpeAcTaBAeHHA B Ll KOropTi.
MoaBiiHO cepoHeraTMB- HWI CTAaTyC TaKOXK IHOAj MOMKe YCKNA4HUTU AiarHOCTUKY Camoi MiacTeHii.

Y MuSK+ XBOpWUX Ay)Ke PiAKO CMOCTepiraeTbCsi CymnyTHA TMMOMa, i B BinblIOCTi AOCHiAXKeHb
CKeNTUYHO CTaBAATLCA A0 edeKTUBHOCTI TMMEKTOMIi. MaTtomopdonoriyHe OBCTEKEHHA BUAANEHUX
TUMYCIB Y Uil rpyni 4ano B OCHOBHOMY HOPMAsibHI pe3ynbTaT. TUMEKTOMIA TakKMM MaLlieHTam 3a3Buyait
He peKOMeHAYETbCA.

Y MuSK+ nauieHTiB cnocTepiraloTb MOraHy peakuildo Ha aHTUXO/iHecTepasHi npenapaTu
nopieHaAHo 3 AChR+ nauieHTamu. MpubamsHo 50% naujieHTiB i3 MepLuoi rpynyM LEeMOHCTPYBaIn
NMO3UTUBHWI pe3ynbTaT MpU BUKOHAHHI eApOodOHIEBOro TecTy, WO Habarato HuMKYe MOPiBHAHO 3
Opyroto KoropToto. [ewo BesrMKa KinbKicTb MuSK+ nauieHTiB TaKoK BUABAANA XONIHEPrivHi Nob6iyHi
peakuii nia 4yac 34iMCHEeHHA Ha3BaHOro TecCTy, BKIHOYAKOUM 3aroCTPEHHA CUMMTOMIB, MOCUIEHHA
ceKpeLii CIMHW Ta PO3BUTOK raCTPOEHTEPOOriY- HUX yCKAagHeHb. Ui ¢aktn csigyath npo Te, wo
aHTMXONiIHeCTepasHi 3acobu cnif, 3acTOCOBYBATM B TaKMX NALLEHTIB, MOYMHAOUYM 3 MAAUX [03 Ta 3
BEJ/IMKMM 3aCTEPEKEHHAM.

HuHi B 6inblwocTti MuSK+ nauieHTiB NiKyBaHHA MOYMHAIOTL i3 CTEPOIAiB i3 NOJANbWMM LOAABAHHAM
imyHO- cynpecopis (npv noTpebi). 3arocTPEeHHA CUMMNTOMIB NiKYOTb KOMBIHOBAHMMM NiAX0AaMM — MYbC-
Tepanielo  cTepoigamu, nnasmadepesom i HACbKUM iMyHOTN06YNIHOM. Y TakmMx XBOPUX CNOCTEPIraETbes
BMLWA YacToTa aucdarii Ta Kpusis nopisHAHO 3 AChR+ ocobamu, i, Ak npaswno, nepuwi noTpebyioTb
GiNbll PaHHbOrO arpecuB- HOroO J/iKyBaHHA. 3MEHWWUTU [03U CTepoigiB nicns pemicii 3a3Buyai
npobiemMaTMyHO Yepes pU3NK peunamBy, a IMYHOCYNPECOPWM TaKOXK MeHW edeKTUBHI, HiK npu
HasiBHOCTI aHTMALUETUAXONIHOBUX aHTWUTIN. Y niTepatypi nosiZomasann npo edeKTUBHICTb NiKyBaHHSA
PUTYKCMMabom npu pesncTeHTHUX MuSK+ dpopmax.

Y TepaneBTUYHMX MJAHaX LWOAO NOABIMHO CepOHEeraTMBHUX MaLieHTIB i3 o4HOK dopmoto cnig,
BpaxoByBaTM TOW OaAKT, WO MNPUUMHHUM GaKTOPOM 3axXBOPHOBAHHA 30YAHWMKOM MOXKYTb 6yTH
aHTUTING [0 aLEeTUXONIHOBUX PELEnTOpiB Y Ki/IbKOCTAX, L0 HUXKYi 33 MeXy BUABNEHHA. TaKoX Y
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HiMeubKMM HEBPOIOTIYHMM TOBAapMUCTBOM 3aNpPONOHOBAHUI NEPCNEKTUBHNUI eTanHui
Tepanes- TUYHUI PEXMM MPU MiacTeHii, HaBegeHUI B Taba. 12.

Ta6anua 12. AikyBaAbHi cTpaTerii npu miacTeHii (Himewbke HeBpoAoriyHe ToBapucTso, 2016).
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MoKasaHHA 1 psag, 2 pag,

* Po3rnsHbTE BIKOBIi OOMEXKEHHA 419 TUMEKTOMIT Npu MiacTeHii 6e3 TMMoMM, TUMeKToMiA 060B’A3KoBa
npv MiacTeHii 3 TUMOMOLO.
** |MyHOCYnpecuBHi NnpenapaTi NogaHo B andasiTHOMY NOPAAKY, 418 KOHKPETHOrO NaLieHTa pilleHHn
WoA0 BMOOPY MeAMKaMEHTY NPUIMMatoTb iHAMBIAYaNbHO.

*** Ha nigcTasi naTodisioNoriyHmx AaHUX MOXKANBI AN BAKOPUCTAaHHSA MOHOKJ/IOHA/IbHI aHTUTING
— anemtysymab, faknisymab, ekynizymab.

**** [loBeneHo, WO iHribiTopyn npoTeacom, HanpuKknag 60pTe30Mmib, 3HULLYIOTb NAA3MaATUYHI KNITUHK
Ta 3MEHLWYIOTb CeKpeLito MaTOreHHUX aHTUTIA.

€ ayke 6arato 6iMX NASM Yy HAWMX 3HAHHAX MNPO MexaHi3MM OMnMCaHOro posnagy, Lo
NMo3Ha4YaeTbcA M Ha AKOCTi Tepanii. binblWicTb [AOKasiB LWOAO0 HanNpAMIB OCTaHHbOI MOXOAUTb 3
iHAMBIAYaNbHOTO KAiHIYHOrO  AocBidy, obcepBaUiMHMX OOCAIAXKEHDb | BUCHOBKIB eKcnepTiB. Perkumu
NiKyBaHHA Pi3HATbCA B /liKapiB HaBiTb OAHIEl i TiEl K KpaiHW. binblue Toro, opraHisaiis paHA0Mi30BaHMX
KOHTPO/IbOBAHMX A0C/IAMKEHb NPU MiacTeHii  AOCUTb NpobiemHa yYepes PifKICHICTb LbOro CTaHy, WO
OYKe YCKNAAHIOE PEeKPyTyBaHHA XBOpMX. Kpim Toro, ¢deHoTunivyHa BapiabenbHicTb misk AChR+, MuSK+
i cepoHeraTMBHUMM MaLieEHTamMU MAOC GOKTYIOYMIA Xa- paKTep po3nady € YCKAaAHKOBa/IbHUMMU
YMHHMKAMM B  OUJHLI peaKkuii Ha AikyBaHHA. TaKoX IiCHYe HeobXigHicTb Yy peTenbHomy i
6e3npuUcTpacHoOMy MOPIBHAHHI Cy4acHUX i MepCrneKkTUBHUX WAAXIB Tepanii MiacTeHii. BapTo 3a3Hauuty,
o, 6epyun [0 yBarM OCTaHHi pe3y/ibTaTh eKcrnepumeHTaNbHUX AOCAiAKeHb, baraTodakTopHUI  nigxia
00 NiKyBaHHA Ujei xBOpobM, KOTpWUIA 3anydaTMme aHTUreH-cneuudiyHy imyHoTepanito i 6esnocepesHto
imyHoMoAy AL, MMOBIPHO, AaCTb HAMAINLWI pe3ynbTaTy.

9. HEBIAKAAAHI CTAHU NPU MIACTEHII

B neBHi nepioau nepebiry TaKoro aBTOIMyHHOTO HEMPOM'A30BOrO 3aXBOPIOBaHHA, fK
MiacCTeHifl, MOXYTb BMHWKATU PanToBi NMOPYLIEHHA BiTanbHUX OYHKLINA, 3BaHi «Kpusamm». Lli cTaHu
cnoctepiratotbess B 10-15% xBOpuX. PO3pi3HAOTb MiaCTEHIYHWMIA i XONIHEepriyHWMiM Kpmsnu. HasBHi
LiarHOCTMYHI TpyaHowi X gudepeHuiauii 3ymoBneHi Tielo 06CTaBMHOW0, WO HaM4acTile BOHM
PO3BMBAOTLCA MAPANENbHO Y BUTAALI 3MILLAHOTO Kpu3y. HesBaxatoum Ha CXOXKICTb KNIHIYHOI KapTUHK
UMX KpM3iB, MAaTOreHeTUYHi MexaHi3Mu iX PO3BMUTKY Pi3Hi i, BiAMNOBIAHO, NiKyBaHHA TaKWUX CTaHIB
BMMArae pisHMX NigxoaiB.

9.1. KAIHIYHO KAPTUHA MIOCTEHIYHOrO KPU3y

MiacTeHIYHWIA KpU3 — Le PanToBO BUHUKAMN KPUTUYHUIA CTAH Y XBOPWUX Ha MIaCTeHilo, AKUM
CBiAYMTb He TiNIbKM NPO KiNbKiCHY, @ W Npo fAKiCHy 3MiHYy XapaKTepy MaTo/IONYHOro npoLecy.
[aToreHes  Kpu3y MOB’A3aHMIM He TiNbKM 3 3MEHWEHHAM LWiNbHOCTI  Xo/niHopeuenTopis
NOCTCMHANTUYHOI MeMbBpaHM BHACAILOK iX KOMM/JIEMEHT-ONoCcepeKOBaHOro PyMHyBaHHA, a U 3i

3MiHOM PYHKLIOHANbHOTO CTaHy pe3n- [AyanbHUX PeLEenTopiB Ta iIOHHUX KaHaniB.

N.B.

AABHUIA MIACTEHIYHUM KPU3 (HoBe BU3HaueHHsA, 2016 p.)

[OiarHocTmKa 6a3yeTbCa Ha KAiHIYHWMX AaHux. Lle cepiio3He, Hebe3neyHe Aaa KWUTTA, LWIBUAKE
MOripLEHHs MiacTeHii y BUrAAl HapoCTaHHA M’A30B01 cnabKocTi, AuxaabHoi i/abo 6ynbbapHoi He-
[0CTAaTHOCTI, WO BMMarae iHTybauii abo HeiHBa3MBHOI BEHTUAALLT 1ereHb

TAXKKI reHepanizoBaHi MiaCTeHIYHi KpWU3M MPOABAAIOTLCA PiI3HUM CTyNeHem MNpPUTHIYeHHA
CBIZLOMOC- Ti, BUPaAKEHUMMU BynbbapHUMM MOPYLUEHHAMM, HAPOCTAOYOK AMXaNbHOK HeAOCTaTHICTIO,

34

MiacreHia. Mliapy4HK ANA CTyAEHTIB MEAMIHOTO GaKybTeT
nikapiB  iHTEPHIB-HEBPOAOTB, HEBPONONiB, Nikapis CiMEITHON |

CnoyaTKy AuMXaHHA CTA€E 4acTUM, MNOB
pigkum, ne- pepuByacTum. Hapgani p
3MIHIOETbCA  LjaHO30M.  3’ABASAIOTHCS
3aHEMNOKOEHHSA, MOTIM MOBHa 3yNuHKa [

MNMopyweHHA cepueBo-CyaAUHHOI Ai
nysabcy Ao 150-180 3a xBUAKUHY i NigBumu
3HUKYETbCA, MY/bC CTAE CMNOYATKy Ha
Mocu- niooTbCA BereTaTMBHI CMMNTOMI
TAMKOCTI BTpaTa CBiZOMOCTI CynpoBO/
Mpn  TAXKUX  reHepani3oBaHUX Mi:
eHuedanonatii 3 NOABOK  HenocTilt
CYXOXWAbHUX pedneKciB, nosBa na- ToJ
nipamizgHa cMumnTomaTuKa 36epiraerbea

9.2. KAIHIMHO KAPTUHA XOAIHEpTi

XoniHepriyHun Kpus — Le CTaH
HAO/MLLKOBOK  aKTMBALLIEKD  HIKOTMH
nepeno3yBaHHA aHTUXOMIHEC- TepasHUN
reHepasnizoBaHoi cnabkocTi m'ssiB, ¢dop
OCHOBI PYXOBUX i BEreTaTMBHWUX PO3N3
NMOCTCUHANTUYHOI MemMbpaHu | AeceHcy
610Kagol0 aueTuaxoniHectTepasn i noga
MOCTCUHANTUYHOI MeMBpaHu.

XoniHeprivyHi KpU3KN TPannATbLCA A
MiacTeHiyHi. Y BCiX BMNagKax BWHI
XoniHomimeTuKiB. [lpoTtarom p[obu a
CNabKicTb i CTOM/IOBaHICTb, NaLieHT
QHTUXONIHeCcTepa3HUX npenapartis, 3'sA
nicna yeprosoi iH'eKwii abo eHTepanbHOr
— 3a3Buyait yepes 30-40 XBUAWH), p
posnaau. CknagHicte andepeHuianbHoi
yCix MOoro BMnagKax HasaBHa reHepaniao
NopyLeHHAMM, KOTpi crnocTepiratoTbea
HAABHICTb PI3HUX XOJMHEPriYHMX NpPosABI
aHamHe3y. [liarHo3 XosniHepriyHoro Kpu
cunm (6e3 nonepeaHboi NpoBoKauii ¢isl
003y aHTUXONiIHeCTepasHUX npenaparTis.

[vdepeHuianbHa AjarHOCTUKA MiXK Mia

Tabanus 13. AucbepeHuiaAbHa aiar

MiacTeHiYHMM | 3araAbHi cUMNTOMM,

Kpu3 o6ox TuniB Kpu3is
Migpias M’a308Ba cnabkicTb
MNro3 3agyxa

Taxikapgisa lineprigpo3s

Bnigictb wkipyn | Mo3mnBM A0 ce4oBunyc
nedekauii Tpusora
CnayTaHicTb Ta 3aTbMa




10. 0. MatsieHko, T. I. MiacreHia. Mliapy4HK ANA CTyAEHTIB MEAMIHOTO GaKybTeT
nikapiB  iHTEPHIB-HEBPOAOTB, HEBPONONiB, Nikapis CiMEITHON |

pi3Koto cnab- KicTio cKeneTHUX m’AsiB. Po3nagyn AUXaHHA HEYXM/IbHO MPOrpecyoTb NPOTArOM FOAMH,
iHOA4i — XBUNWH.
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9.3.\iKk yBAHHS Kpu3iB npu miacTeHii

3rifHO 3 CyYaCHUMMW YABNEHHAMM, NATOdi3i0N0OriYHi MexaHi3Mu PO3BUTKY KPU3iB NpU MiacTeHil
noB’A3aHi 3 Pi3HMMK BapiaHTaMM 3MiHM LWINBHOCTI Ta (YHKLIOHANbHOIO CTaHy XoniHOopeuenTopis
BHa- CAiAOK iX aBTOIMYHHOTO ypaXeHHA. BiAnoBigHO 4O LbOro NiKyBaHHA Kpw3iB mae b6yTu
CNpAMOBaHe Ha KOMMEeHcaLlito NopyLieHb HepBOBO-M'A30BOI Nepesadi i1 KOpPeKLito iIMyHHUX po3nagis.

9.3.1. LTy4Ha BEHTUAALA AereHiB (LLIBA)

Po3BUTOK Kpu3iB nepenbavae AK neplimnin 3axia HeobxiaHicTb 3abe3neyeHHA aAeKBATHOMO
OUXaHHA 33 gonomorot npumycoBoi LLUBJI. Y KOXHOMY KOHKPETHOMY BMMAAKy MMTAHHA MNpPo
nepeseAeHHA nauieHTa Ha LUBJ1 BMpiWyeTbcA Ha MiAcTaBi AaHWMX KAIHIYHOI KapTUHM (NOpyLleHHA
PUTMY | TIMBUHM AWMXaHHA, LjaHO3, 36yAXKeHHsA, BTpaTa CBIAOMOCTI, y4acTb y AMXaHHI AOMNOMIXKHOT
MYCKY/aTypW, 3MiHa BEAMUYMHU 3iHULUb, BiA- CYTHICTb peakKuii Ha BBeAEHHA aHTUXONiHecTepasHUX
npenapatiB Ta iH.), @ TaKoXK OO’EKTUBHMX MOKA3HMKIB, WO BiAO6pPaXKalOTb rasoBUIA CKAAL KPOBI,
HacKYeHHA remoriobiHy KUCHEM, KUCNOTHO-NYKHUI cTaH (KOC) Ta iH. (4acToTa AmMxaHHA — noHag 40
3a 1 xB, *KEJ1 meHwe 15 mn/Kr, Pa,, Hukye 60 mm prT. CT., Pa ., BuLe 60
MM pT. cT., pH 6113bKo 7,2, Hb o HKYE 70-80%).

OpaHieto 3 npobnem € aganTallisa XBOPOro A0 pecnipaTtopa, TOMy L0 HEeBIANOBIAHICTb AMXaNbHUX
LMKAIB NaLjieHTa i pecnipaTopa MoXe NpM3BeCcTU A0 NOTipLEeHHA MOro CTaHy. PeKOMeHAYTbCA NeBHI
Aii ANA CMHXPOHI3aLi CaMOCTIMHOrO AMXaHHA XBOPOro i AMXaNbHUX LMKANIB pecnipaTtopa abo npu-
rHiYEHHA AUXaHHA MaLieHTa B Pa3i HEMOX/IMBOCTI CUHXPOHI3aujii: 1) Ha Tai nomipHOI rinepseHTUAALT
npu 120-150% iHAMBiAyanbHO A06MpatoTb NapaMeTpu BEHTUAALIT: MiHiManbHUA obcar sanxy (MOB),
ouxanbHuii 06’em (J0), 4acToTy AMXaHHA, ONTUMaNbHUX CMNiBBIAHOWEHb TPMBANOCTI BAMXY | BUAUXY,
WBWAKOCTI BAYBAaHHA ra3oBOi CyMmili, TUCKY Ha BAMXY i BuMAMXY. CUHXPOHI3auia BBaXKaETbCA
[OCATHYTO, AKLWIO AMXaNbHi LMKAW NaLieHTa i anapaTta NoBHicTio 36iratoTbes;

2) MeAVKaMeHTO3He NMPUTHIYEHHA aKTUBHOCTI AUXaNbHOTO LLeHTPY LWAAXOM BHYTPILUHBOBEHHOTO
BBELEHHSA HAPKOTUYHUX aHANbreTUKIB (MopdiHy Ta iH.), @ TaKOXK 3aCTOCYBaHHA HATPilO OKCUMBYTUPATY
(40-50 mr/Kr), Aiknit po3cnabitoe nonepeyHo-CMyracTy MycKynaTtypy.

MpoBeaeHHs LLBJ/1 BMMarae petenibHOro KOHTPO0 PoboTK pecnipatopis, 0CO6ANBOrO AornaLy
32 XBOPMMMU, CBOEHACHOTO BXMUTTA 3aX0AiB LLOAO0 NPODINAKTUKN MOKANBUX YCKNAHEHb. OCHOBHUMM
BMMOraMu npwv nposeaeHHi LB/ €:

1) 3abe3neyeHHn NPOXiAHOCTI AMXaNbHUX WAAXIB (KOHTPOAb MOAOXKEHHSA iHTYbaLiiHOT TPYOKM, CBOE-
YacHa  acnipauia  BMiCTy  TpaxeobpoHXianbHOro  AepeBa,  IHrafAuwis  MYKONITUYHMX,
aHTMBaKTepiaNbHMX Npenapartis, BiOPaALiMHUIA MacaX rpyaHoi KNiTKK);

2) nepiognuyHUin KoHTposab [0, MiKoBUX TUCKIB BAMXY i BuaMXy, MOB, rasoBoro cknagy Kposi.
Ocobnn- BOro 3HauyeHHA HabyBa€ MOHITOPHUIA KOHTPO/b i3 3aCTOCYBAaHHAM MNPUCTPOIB, LWO
CUTHANI3yloTb NPO BiAXWAEHHA Bif 3aaHNX NapaMeTpiB;

3) perynapHa peecTpaLis OCHOBHMX NOKa3HUKIB GYHKLT KpOBOOBIry (apTepianbHUI TUCK, LeHTpanb-
HWIA BEHO3HWUIA TUCK, CEPLEBUIA BUKUA, 3aranbHuii nepudepuyHmii onip);

4) cMcTeMaTUYHUIM KOHTPO/Ib PIBHOMIPHOCTI BEHTUAALT IereHb (aycKybTalis, peHTreHorpadia), npu
HeobXiAHOCTI — «pPO3/yBaHHA» NereHb BPYYHY;

5) perynsapHa peectpauia TemnepaTypu Tina, KOHTPOb Aiype3y Ta banaHcy pignH;

6) npu Tpueanii LB/ — payioHanbHe napeHTepanbHe abo 30HA0BE XapyyBaHHA, KOHTPOJb
LIANBHOCTI  KULWEYHMKY, NPodiNaKTUKa iHPEKLIT ce4oBUX LWNAXIB, MPONEXKHIB;

7) npodinaktMKa ycKnagHeHb, MOB’A3aHUX i3 TpuBanMM nepebyBaHHAM iHTybaujiMHOT abo

TPaXeoCTOMIYHOI TPYOKM B AMXaNbHUX LWAAXAX (MAPUHTITH, TPAaXeobPOHXITU, NPONENKHI, epOo3ilHi
KpoBoTeui);
8) cBO€vacHe nepeBeAEeHHA MaliEHTa Ha CaMOCTIMHE AUXaHHA MPW peTesibHil OLiHLi OCHOBHMUX
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9.3.2.NAasmadcbepes

Haibinbw epeKkTMBHUM NiKyBa/IbHUM 3aXOZ40M MPU PO3BUTKY MIiaCTEHIYHWUX i XONiHEepriyHMX
KpU3iB € BMKOHaHHA obmiHHOro nnasmadepesy. Metos nnasmadepesy FpyHTYETbCA Ha 3abopi
KpoBi 3 NiKTbOBOI abo OAHi€l 3 UEHTPaNbHMX BEH 3 MOAANbLMM i LEeHTPUPYryBaHHAM,
BiggineHHAM GOpMeEHUX enemeHTiB i 3amiHol niasmu abo Ha AOHOPCbKY, abo Ha LWTY4HY
nnasmy. LA npoueaypa npuvBoAMTb A0 WBMAKOrO —  iHOAI MPOTArOM KifIbKOX FOAMH —
NONIMWEHHA CTaHy XBopuX. MOXX/MBE NOBTOPHE BUAYYEHHA NAa3MKU  MPOTArOM KifbKOX AHiB abo
yepes feHb.

O6CcTeXXEeHH:A XBOPOro NOBMHHO BKAHOYATK:

1) OUiHKY CTaHy KWUTTEBO BaXK/AMBUX YHKLK;

2) NOBHWIA KNIHIYHWIA @aHANI3 KPOBI (B TOMY YMCNi TPOMBOUMUTIB | reMaToOKpUTY);
3) BM3HAYeHHA rpynu Kposi i pesyc-dakTopy;

4) peakKuito BaccepmaHa, BI/I-HOCICTBO, aBCTPaANiMCbKUIA aHTUTEH;

5) 3aranbHuit 6inok, 6inkosi dpakui;

6) OCHOBHIi NOKA3HWMKM 3ropTaHHA NepudepuyHoi Ta BEHO3HOT KPOBI;

7) KAiHiYHKUIA aHani3 ceuvi.

MpemenmKaLia NPM3HAYAETLCA 33 MOKA3aHHAMM i BKIKOYAE aHANbIeTUKM, aHTUTICTaMiHHI npenapaTy.

3a/1e’KHO Bif, NOKa3aHb 3aCTOCOBYHOTb Niazmadepes LeHTPUPYKHUI (pydHnii abo

anaparHuit),
dinbTpauiiHMin (anapaTHKit), nnasmadepes y NoeAHaHHI 3 nnasmacopbuieto.

MaHinynauji BUKOHYIOTbCA B onepawiiiHiii abo peaHimauiiiHii nanati, 06nagHaHil i ocHaLweHin
Bif- MOBIAHO [0 BMMOr BeAEHHS XBOPWX, WO nepebyBatoTb Y KPUTUYHOMY CTaHi, B AKili HasaBHa
NiKyBanbHa anapaTtypa, BIANOBIAHI MeauKameHTU W iHPY3iMHI cepegHUKM, € MOXKAMUBICTb
NPOBeLEHHA CepLEBO- JlereHeBoi peaHimallii.

Mpu puckpeTHomy nnasmacdepesi 3abip KPoBi 1 NOAIA NAAa3MU BUKOHYIOTHCA OKpemo, ANs
4yoro KpoB 3abuMpaeTbCA B BEAMKMIA MiloK «lemakoH 500/300» i nicna  HeraHoro
LeHTpUYryBaHHa B UeHTpUoy3i 15 xB py4YHUM MNaa3sMaeKCcTPaKTOpoMm nsa3ma NepeBOAMUTbCA B
Manui MIWOK «remakoHy». YacTMHa KAi- TUHHOI Macu, WO 3a/uMWKAacsa Yy BEIMKOMY MIilLKY,
pecycneHayetcs B isionoriYHOMY KpPOBO3aMiHHWKY 1 MOBTOPHO BAMBAETbCA XBOpomy. [licnsa
peiHdy3ii KNITUHHOI cycrneHsii BUKOHYHOTbCA MOBTOPHI 3abip KpoBi B HOoBMI «emakoH 500/300» i
LEeHTpUdyKHa 06pobKa HOBOI [03M KPOBi 3 BiAA4iNIEHHAM NAa3muM W peiHpysielo epuTpOoLUTIB.
3aranbHa [03a BUYYEHOI N1Ia3MK Y XBOPOTO LM mMeToaomM cTaHoBUTb 500-1500 mn. KpaTHicTb i
YyacToTa onepaw,iii BU3Ha4aloTbcA 0COBANMBOCTAMM CTaHY XBOPOTO.

AnapaTHuit nnasmadepes BUKOHYIOTb Ha ¢pakuioHaTopi Kposi 6e3snepepsHoOi pAii 3
CMUCTEMOIO OAHOPA30BUX MmaricTpanen. MNiaroToBKa i BUKOHAHHA €KCTPaKoprnopaabHOi MaHinyaau,i
34iMCHIOITBCA BiAMOBIAHO LLOAO IHCTPYKLT 40 NeBHOro TMNy anaparTi..

MpU TAKKMX MIaCTEHIYHUX/XONIHEPFIYHMX KPU3ax Yy XBOPUX 3 BUpaKeHUMU 6ynbbapHUmu
Nno- PyLeHHAMM Ta iHWMMK po3/afamu epeKTUBHO 3aCTOCOBYBATU NIa3Mo0bMiH. Bucokmnin obear
nnasma- ekcoysii npu N1a3smMoobMiHi NoBMHEH ByTM KOMMEHCOBaHWM Nif Yac maHinyaauii (abo
HerarHo nicna i 3akiH4yeHHA) iHOY3ilHOK Tepanieto, Nporpama AKOI MOXKe BKAKOYATU He TiIbKK
KpUCTanoigm, Konoigu, a 1 HaTUBHY LOHOPCHbKY MIasmMy, PO34YMHM anbbymiHy. fIK anbTepHaTMBa
iHTEHCMBHOMY nnasmadepesy i NNasmMoobMiHy NpW NiKyBaHHI MiaCTeHii BUKOPUCTOBYETbCA
Kpionpeuunitauis. [Ana ii  3acTocyBaHHA  pO3po6NEHO  KOHUEMUito  «naasmMoobmiHy Ha
aytonnasmy». CyTb ii MoONArae B BMKOPUCTAHHI gns nias- mMoobmiHy crneumdiyHo obpobneHoi
(Kpiocopbuin, KpionpeuwuniTauia) asTonnasmM XBOPOro, OTPMMaAHOI  Mig, 4Yac nonepeaHbol
MaHinynagii. Mpun ubomy NiABULLYETbCA CENEKTUBHICTb EKCTPAaKOPMOPasbHOrO  BTPYYaHHA, i
BE/IMKA YaCcTUHA N1IAa3MOBMX KOMMOHEHTIB MOBEPTAETHCA XBOPOMY.

Y BMNagKax nopylueHHs 6inkoBoro obmiHy i gediunTy iHPY3iMHUX cepesoBULL, LLO MICTATb
[0- HOPCbKi BiNKK, B €KCTPaKopnopasibHUI KOHTYP AAA nnasmadepesy BKAOYAETbCA copbLiiHa
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KOJIOHKa | BUKOHYETbCA Nnasmocopbuis.

Ak npaswno, nnasmadepes nNpoBso
Mepe- puBYacTMin nNnasmadepes nNpuB
ceaHciB.
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EdekTnBHicTb 6e3nepepBHOro nnasmadepesy, He3BaXKAOUM HA BeNWKi MOMIMBOCTI Wopo obcary
3aMiH- HOIi M1a3Mu, iCTOTHO He BiAPI3HAETLCA Bif NMepepmBYacTOro. TPMBANICTb MOAIMNWEHHA CTaHy
XBOPWX MiCNs  BMKOHAHHA OBMiHHOro nnasmadepesy KOAMBAETLCA Bif 2 TUXKHIB 40 2-3 micAuis.
MpOTMNOKAa3aHHAM A1 3acTOCyBaHHA Naasmadepesy € HaABHICTb MHEBMOHIT abo iHWMX 3anasbHUX
npouecis.

9.3.3. OCOBAMBOCTi CMMNTOMATHYHOIO AIKYBAHHA MIQCTEHIYHOTO KPU3Yy OHTUXOAIHEC-

TepdasHUMK NpenapaTamu

Micna Toro, AK xBopuih npotarom 24 roguH nepebysas Ha LB/, Ha HacTynHy [oby
PEKOMEHO0BaHO 3p0bUTM XBOPOMY MNpPOBY 3 aHTUXO/IIHECTEPA3HMM areHTom 3 ypaxyBaHHAM
noyatky Aii npenapaty i BigknoumTn Big anapata LB/ (He ekctybytoun!). MoTim cnig ouiHMTK
epEeKTUBHICTb CaMOCTIMHOTO AU- XaHHA. AKWOo npoTarom 1,5-2 roguH NauieHT AMXAE CaMOCTIMHO,
npoueaypy BUKOPUCTAHHA HENPAMUX XONIHOMIMETWKIB HeobxifHO MoBTOpPWUTM 3—4 pasu NPOTArOMm
nobu.

AKWO pes3ynbTaT MO3UTUBHWUIA, XBOPOro eKCTybytoTb. AKLWO OYHKUiA AMXaHHA 3a1MLLAETHCA
Hefo- CTaTHbOK W edeKT Bif, BBeAEHHA aHTUXONIHecTepasHUX NiKiB HEeTPUBaNWUN, TO XBOPOro
nigknoyaoTs [0 anaparta LWBJ/1. Jo HacTynHoi gobu HeoCcTUrmiH Ta MOro aHaiorM He BBOAATL!
BuuieonucaHi aji cnig noBTOpUTM HAcTynHoi Aobu. Akwo npotarom 3—4 ai6 no3uTMBHOrO edekTy
(camocTiliHe AMxaHHA) He CMoCTepiraeTbCA, XBOPOMY HeEOOXiLHO HaK/AacTU TpaxeocTomy ans
BUKJIIOYEHHA MPOJIEXKHA Tpaxei. Y Mipy BiAHOBNEHHA MKUTTEBO BaXAMBUX QYHKUIA AMXaHHA i
KOBTAHHA MauieHTa BigKAtoyaloTb Big anapaTta LUB/ i npu3HavatoTb NAAHOBUIA NpUtom iHTiBITOpiB
XoniHecTepasu.

9.3.4. Oco6AMBOCTi CUMNTOMATUYHOIO AIKYBAHHS XOAIHEPIIYHOro Kpusy

Mepw 3a BCe cAig NPUNMHUTM BBEAEHHA aHTUXOMiIHECTepasHMX npenaparis i npusHauutn 0,5-1 mn
0,1% po3umHy aTponiHy B8/B y ¢isionoriyHOMy Po3umHi HaTPilo X10pPUAY NMOBTOPHO, 3 MPOMIXKKaMKU 1—
1,5roa, 8O NO- ABWU PO3LUMPEHHSA 3iHWLb i CYXOCTi B pOTi. BBOAATL TaKOX peaKkTUBaToOpK XoniHecTepasn
— 1 mn 15% po3umHy aunipokeumy n/w i 8/m. Mopag 3 aTponiHOM MOKHA BMKOPMCTOBYBATU M iHLLI
XOMHOANITUKM (HanpWKnag, amisun).

10. MIACTEHIA | BATITHICTb

MUTaHHA NPO BeAeHHA BAriTHOCTI y NALLIEHTOK 3 MiacTeHielo BUBYEHMI Mano. Ha cydacHomy eTani
BCTAHOB/IEHO, LWLO Lie He € 3aXBOPIOBAHHA, MPU AKOMY BariTHICTb i N0s10rM HemoXxAnsi. OgHaK B recta-
UiHWIA nepios BHACNIAOK eHAOKPUHHOI nepebynoBu, MiABWLLEHOrO HABAHTAXKEHHA Ha OpraHiam
JKIHKKM,  MCUMXOEMOLMHUX 3MiH MiacTeHia HabyBae HenepegbayyBaHoro nepebiry, npuyomy
CNPOrHO3yBaTU OCTaHHIN BMXOA4AYM 3 OAHUX MOrO TPUBANOCTI i CTAHy KiHKM [0 BariTHOCTI He €
MOX/IMBUM. 33 [aHUMW OA- HUX pPe3ynbTaTiB AOCAIAXEHb, MpU BariTHOCTI PU3MK PO3BUTKY
YCKNagHEeHb MiHIManbHUI, a TAXKKICTb ne- pebiry 3axBOPHOBAHHA MOXKe 3MeHWUTUCA. [Hwi
CNOCTEPENKEHHA MOKa3ytoTb, WO BAriTHICTb € KPUTUYHUI  aAKTOp, LLO CNPUAE MPOrpecyBaHHIO
miacTeHii. OCHOBHMMM YCKNAZHEHHAMM MiacTeHii B mpoweci nonorie € cnabkicTb m'AsiB YepeBHOro
npeca, cnabKicTb NONOroBoi AifANIbHOCTI, NepeaYacHi Noioru, AoMnoJIoroBe  BUAUTTA HABKOOMNAIAHUX
BOZ, WO MPM3BOAUTL A0 TPMBANOro 6e3BOAHOro nepioay, XOPiOaMHIOHITY, ypa- KeHHsA CiTKiBKM
naoAy, BHYTPILLIHbOLLIYHOYKOBUX KPOBOBUAMBIB, PECMipaTOPHOro AUCTPEC-CUHAPOMY, SKUIA Y CBOKO
yepry B 50-70% BuMMaZKis npussBoautb A0 3arubeni nnogy. Yactiwe, HiK y 340POBUX KiHOK,
BMHWMKAIOTb FiNO- Ta aTOHIYHI KPOBOTEYI B paHHbOMY MiCAAMNOIOrOBOMY Nepiodi, Wwo Hebe3neyHo B
CeHCi  PO3BWUTKY remopariyHoro LWOKy, a NpW XBMAENoAibHii BTpaTM KpoBsi nopoginneo —
NOCTYNOBMM | He- TMOMITHUM MOTiPWEHHAM CTaHy »KIHKM BHACNiLOK aKTMBALii KOMMEeHCATOpHO-
NPUCTOCYBANbHUX PeaKLLii.
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MNig yvac BariTHOCTi y 31% XBOpMX
noninweHHa i npubausHo B 40% ni
diKcyeTbCa noripleHHA.  AHTUXONIHEeCT
4yac MnoJsoriB iIX MOMHa BBOAUTU  BHY
NPOHUKHEHHA 4Yepe3 MnaaueHTy MiHimaJ
MosIoriB, X04a iX TPMBANICTb NPUBAN3HO 1
abCcoNtOTHO HOPMA/IbHUI, MOKe Bif3HaY:
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M’A3iB UePEeBHOro MpPeca, Lo MOXKe BUKANKATU Npobnemu B gpyromy nepiodi nonoris. AHTUTING 2,0
aUeTUN- XONIHOBMX peLenTopiB NPOXOAATb Yepes NaLLEeHTY, BHACNiA0K YOro 3pocTae
nepuvHaTanbHa CMEpPTHICTb, KiZIbKICTb YCKAQAHEHb | BUNAAKIB aHTeHaTanbHOI miacTeHii y naoga. Y
HOBOHAPOAKEHNX MOKE 3HaLO0OU- TUCA 3aCTOCYBAHHA aHTUXONIHECTEePa3HMX 3acobiB NpoTArom
Ki/IbKOX TUXKHIB 10 3HUMKEHHA TUTPY aHTUTIN. [oripweHHs nepebiry miacTeHii MOXyTb BUKAMKATU
6arato nikiB. Lle aHTMGIOTUKM rpynu amiHOTNiKO- 31AiB, KNiHAAMILMH, MiopenakcaHTu, beta-
afpeHobnokaTopu, 610KaTOPU KanbLIiEBMX KaHaniB, XiHiAWH, HOBOKaiHamig, TpumeTadaH, GeHIToIH,
Ajasenam, CTPenTOMILMH, ePUTPOMILMH, aMNiLMAIH, Aiakapb i TaKi TOKONITUKK, AK TepbyTaniH i
PUTOAPUH. Y XBOPUX HA MIiacTeHito, AKi CTPaXAaloTb Ha NPEeKNaMCilo, NPOTUMNOKas3aHe
3aCTOCYBaHHA cynbdaTy MarHito, OCKiNIbKM BiH Ai€ Ha HePBOBO-M’'I30BY TPaHCMiIcito. Peri- oHapHa
aHecTesia 3abe3neyye onTMMasibHe 3Heb00BaHHA NOJIOTIB | HE NPUIHIYYE AUXAHHA, HA BigAMiHY
Bi, HAPKOTUYHMX aHANIbreTUKIB. AMiQHI MicLEeBi aHeCTeTMKM — Lie Npenapaty BMbopy B TaKMX
XBOPWX, OCKi/NIbKM BOHWM MAtOTb TPUBANWUIA Nepios HaniBBUBEAEHHSA B MPUCYTHOCTI
QHTUXONIHEeCTePa3HUX areHTiB. PerioHapHa aHecTesia MOXKe BUKOPUCTOBYBATUCA i 418 3HE6O0N0BaHHSA
KecapeBoro po3TuHY, AKLLO TiZIbKK Y NALLIEHTKM HEMAE TAXKKMUX BynbbapHUX po3nagis abo AnxanbHoT
HeA0CTaTHOCTI, NPU AKIV BUCOKUI piBeHb aHecTesii MOXKe 3HAYHO NOTipLUMTU ANXaNbHi pe3epBu.
TioneHTan HaTpito, KETaMiH i NPONOpON MOXKHA BUKOPMUCTOBYBATU Y XBOPMX Ha MiacTeHito 6e3
6yAb-AKMX NO6OIOBAHb. XBOPi Ha MiaCTeHito AyrKe YyTAMBI [0 HEeAEenoNAPU3YHUMX M A30BUX
penakcaHTiB. Ony6ikoBaHi A0CNiAKEHHS NOBIAOMAAIOTL NPO YCNilUHE 3acTOCYBAaHHA PeNaKCcaHTiB
KOPOTKOI Aii, HanpuKAag, aTpakypiymy i MiBakypito. Peakuia Ha CyKUMHINXONIH Y TaKUX XBOPUX
HenepenbayyBaHa, OCKINbKM MOro Aisi 3HaYHO NOA0BYKYETLCA B NMPUCYTHOCTI aHTUXO -
HecTepasHuMx 3acobis. M’A3K, ypaxkeHi miacTeHieto, binbL YyTAMBI A0 Aii 4eNnoNAPU3YIOUNX
penakcaHTiB, HeypaxkeHi M’'A31 MatoTb BULLY TONIEPAHTHICTb. KiHKam 3 MiacTeHi€eto, AKUMm
noTpibHMI HapKO3, CKopille 3a Bce AoBeAeTbCcA NpoBoAMTH Tpueany LB/ B nicnsonepauitHomy
nepioaj. ®akTopu pusmky Tpmeanoi LLUBJI B Wit nonynawii Taki: TPMBaNICTb 3aXBOPHOBAHHA NoHaz 6
POKiB, XpPOHiYHi 3aXBOPIOBAHHA OpraHiB AMxaHHA, NnoTpeba B NipuaoCcTUrMiHi B f03i noHag, 750
Mr/poBy, UTTEBA EMKICTb lereHb MmeHLwe 2,9 niTpa. HacTaHHA BariTHOCTI B nepiog, CTilKoi
pemicii Ja€ MOXAUBICTb MIHIMI3yBaTM PU3MK PO3BUTKY YCKNaaHeHb. BignosigHo o0 cyyacHux
crnocTeperkeHb NiABULLUTA MMOBIPHICTb CNpUATAIMBOro nepe- 6iry BariTHOCTI i NoJioriB 4,03BOJIAE
nonepeaHa Tepanisa miacTeHii — TMMeKTomia abo peHTreHoTepania Tumyca. HeobxigHO BMPILLXTK
NMUTAHHA NPO MOMK/IMBICTb NPONOHTALLT BAariTHOCTI B NepwomMy TPMMECTPI  CMiIbHO 3 Nikapem-
HeBposiorom. Y pasi 36epekeHHs BariTHOCTI cnif iHGopMyBaTV NaLiEHTKY, WO BOHA MOBMHHA
YHMKATU M'A30BOTO i MCUXOEMOLIMHOTO NepeHanpy»KeHHs, 34iMCHI0BaTU akTUBHY Npodinak- TUKY
iHbeKLi BepXHIX AMXaNbHUX i CEYOBMX LUNAXIB, TaK AK LLe MOXe CMPOBOKYBATWM PO3BUTOK Miac-
TEHIYHOro Kpm3y. TaKoX Y XKiHOK 3 xBopo6oto Epba-Tonbadnama yacTilwe po3BMBatOTbCA rectosu,
Nnpy AKUX HE MOXKHa NPU3HaYaTV Kanii-BUBIAHI AiyPETUKM, SKi MOXKYTb NOTipLKTK nepebir
MiacTeHii. TaKTMKa PO3POAXKEHHA 3aN1EXUTb Bif, CTaHy NALEHTKM. Kpawmmm € nonorun yepes
NPUPOAHI POAOBI WAAXMU, MPU NOTIPLEHHI CTaHY NPOBOAMUTLCA KecapiB pPo3THH. [okasaHHAMMK A0
nepepuBaHHA BariTHOCTI CIY»KaTb: Nporpecytoye noripleHHA miacTeHii, pe3nCTeHTHICTb 40 Tepanii
aHTIXONiHecTepasHMmM i imyHocynpe-
CMBHMMM NpenapaTamu, eKOMNEHCaLif, 3a1y4eHHA A0 NPOLECY KUTTEBO BAXKANBUX GYHKLN.
3aranbHe pestome TepaneBTUYHUX BTPYYaHb NPU MiacTeHii y BariTHUX BUTNALAE TAKUM YUHOM:
nipMAOCTUIMIH He BUK/IMKAE manbdopmaliii naoga (He gonae nnaueHTapHuii 6ap’ep);
NpeAHi30NI0H He acOLLIOETHCA i3 3POCTAHHAM PU3NKY ManbdopmaLiin nnoaa;
asaTionpuH / UMKNOCNOPUH, MMOBIPHO, BUrA4a0Tb 6E3MeYHNMM NPU BariTHOCTI;
pe3ynbTaTh NOACLKOro iMyHOrNobyniHy i nnasmadepesy — LWBUAKI, ane HeCTIViKi;
MikodeHonat modeTun /meToTpeKcat He € 6e3neyH MM Npu BariTHOCT;

TUMEKTOMIfA B LIUX XBOPUX MA€E byTu BiaTepmiHOBaHa.
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11. MIACTEHIS Y AITEA

N.B.
AUTAYI GOPMU MIACTEHIT
®  3BTOIMYyHHA (OBEHiNbHA) MiacTeHis

®  BpoAKeHa (reHeTMyHa) miacTeHis

®  TpaH3MTOPHA MiacTeHiA HOBOHAPOAKEHUX

Bigomo, Wwo HayacTiwe miacteHia gebrotye B 20—-30 pokiB B 0cib KiHovoi cTaTi, npoTe 10-20%
naui- €HTIB XBOPItOTb y BiLj £0 17 pokiB. Cepep, AiB4aTOK BOHA TPANAAETbLCA B cepefHboMy B 6 pasiB
yacTile, HiXX cepez, X/I0NYMKIB, LLLO BKA3yE Ha PO/b EHAOKPUHHUX 3pYLUEHb Yy naToreHesi
3aXBOPIOBAHHA M NiATBEPAXY- ETbCA YaCTOMO acouiauieto MiacTeHii (10-15% XBOpUX) 3 LyKPOBUM
[iabeTom, aBTOIMYHHUM TUPEOiAMTOM. 3acBigyeHo, Lo TiCTONONYHI XapaKTepUCTUKU BUNOYKOBOT
3371031 BMN/AMBAOTb HA Noganblumnii nepebir miacteHii B gitei. Tak, y Aiter 3 aTpodiyHUMM 3MiHAMMK
B TUMYCi Bij3HAYa€TbCA BaXKYMM nepebir 3axBOPIOBaHHSA i3 WBUAKUM HAPOCTAHHAM CUMMNTOMIB,
BiZLHOCHOIO PE3UCTEHTHICTIO 4,0 aHTUXONIHECTe- PA3HWUX NiKiB i MOraHMMM BigganeHUMmn
pe3ynbTaTammn TMMeKTOMii. Mpu rinepniasii BUIOYKOBOI 3a/103M CNOCTEPIraeTbCA BiNbl CMOKIMHWNA i
M AKUI nepebir miacTeHii. Y giTelt 3 BiAHOCHO HE3MIHHOHO TiCTOIOTiY-

HOO BYZ0BOKO TUMYCA NEPEBAKAE MiaCTeHiA CepeAHbOro CTyneHs TAMKKOCTI.
He3Bakalouu Ha Te, L0 MiacCTeHia AK camocTiliHa Ho30/10TiYHa popma byna AOKAALHO onucaHa
we B XIX cToniTTi, TpMBaNMii Yac AeboT 3aXBOPIOBAHHA B AUTAYOMY BiLli BBAXKaBCA PiaKicHUM. Y
KNiHIYHIN Knacku- ¢ikauii Osserman oKpemo po3rifAatoTbCa MiacTeHis HOBOHAPOAKEHUX, BPOAMKEHa i
tOBEHI/IbHA MiacTeHia. MiacTeHia HOBOHapoaKeHuX, BnepLue onucaHa F.L. Stricroot i cnisasT. B 1942
p., € TPAH3UTOPHMM CTAHOM i cnocTepiraeTbea y 12—-20% fitei, HApPOAXKEHUX Big, maTepis 3
MiacTeHi€to. 3aCBigYeHO, WO Leit CKOPOMMHYLLMIA CTaH NMOB’A3aHMI 3 TpaHCNAaLEeHTapHUM
nepeHeceHHAM aHTUALLETUXONIHOBMX aHTUTIA Big maTepi 40 AUTUHU. HeoHaTanbHa miacTeHia YacTiwe
NPOABAAETLCA HACTYMHOTO AHA NiCAA NOOrB 3arajbHOO MMNOTOHIEN, CNABKMM KPUKOM,
YTPYAHEHVMU OMXaHHAM, CMOKTaHHAM, KOBTaHHAM, PO3BM- TKOM MTO3Yy, aMiMii, OKOPYXOBUX MOPYLLEHb,
3HUKEHHAM pedrekTopHoro ¢oHy. OnmncaHa cMMNTOMaTUKA

MmosKe 36epiratuca 5—47 gHis, y cepeHboMy 8 AHIB.

3okpema, B LUBeujii B 1992 p. B yHiBepcuTeTcbKOMy rocnitani m. Yncana 6yno obcrexkeHo 31
OUTUHY, AKI HapogxKeHi Big, maTepis 3 miacTeHieto. B 11 3 HUX BMABNEHO CMMMNTOMM HEOHaTaNbHOI
MiaCTeHii 3 Ha- ABHICTIO B KpOBI aHTUTIA [0 aueTunxoniHoBux peuentopis. Y Hopserii
npoaHani3oBaHo nepebir BariTHOCTI, NOAOriB i HEOHaTasIbHOrO nepioay B 127 BunaaKax (79 nauieHTok
3 miacTeHieto) 3a nepiog 1967-2000 pp. BcCi NaLi€HTKM NPOTArOM BariTHOCTI NPUAMANK TiIbKM OAMH
aHTUXONIHEeCTEPA3HUI NpenapaTt — nipugoc- TUrMiH. HeoHaTanbHa miacTeHia byna giarHocToBaHa B
4% HoBOHapoaxKeHux. lMpoBeaeHe AOCNIOKEHHA He BUABUAO 3HAYHMX BiAMIHHOCTEN MOKA3HWKIB
nepuHaTaNbHOI CMEPTHOCTI, CepefHbOro recTauiHoro BiKy ni04a Ha MOMEHT nonoris abo macu
AOiTell NpY HAPOAKEHHI, MaTepi AKMX CTPaXKAaN Ha MiaCTeHito, MOpiB- HAHO 3 AiTbMU, HAPOAKEHUMMU
3,0POBMMMU KiHKamK. BogHoyac onncaHo BMMaLKM acoliaLii HeOHaTaNbHOI  MiacTeHii 3 BpoAKeHUMMU
BaZiaMW PO3BUTKY, HaNpWKIad, apTPOrpMNo30M Y¥ IEreHeBOIO TiNOMAA3IEL.

HeoHaTanbHy MiacTeHilo NiKylOTb aHTIXO/IHECTEepPa3HMMK NpenapaTtamu, AKi 4OCUTb ePEeKTUBHI.
MoninweHHA KAIHIYHOro CTaHy CYNPOBOAXKYETLCA 3HUMKEHHAM TUTPY aHTUALLETUAXONIHOBUX aHTUTIN Y
KpOBi HOBOHapoA)KeHoro. Yepes 2-6 TWKHIB Taka AWTMHA, SAK NpaBuao, He noTpebye
MeANKAMEHTO3HOI Tepanii, NPorHo3 cnpuATANBUIA.

BpogrkeHy miacTeHito Bnepwe onncas y 1949 p. P.M. Levin y 2 HOBOHApOAKeHMX B nepLui AgHi
KUTTA. Matepi LuMX NauieHTiB He Maau MmiacTeHii. Y AiTeld BiA3HAYanocs BMPAXKEHE CUMETPUYHE
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NaLieHTIB aHTUTINA A0 aLLETUIXONIHOBUX PELLenTopiB He BU3HaYatoTbeA. 3a Knacudikauieto
Osserman usa ¢opma BpoAKeHOi miacTeHii HaznBaeTbecA f0BPOAKiICHOW 3 opTanbmonapesom, abo
odTanbmonnerieto. Buainaerbea i apyra dopma BpoAKeHOi MiacTeHii — cimeliHa auTava. Ii onucas
y 1949 p. P.M. Levin, nisHiwe, 8 1960 p., M. Greer i M. Schotland. B ubomy BMnagKy miacteHito
MO’KHa BUSBUTK y BparTiB i cec-

Tep, TOAi AK MaTK NaALiEHTIB Ti He MaE.

Lia popma BUPI3HAETBCA TAXKKICTIO Nepebiry 3 BUpaXKEeHUMU NOPYLIEHHAMM KOBTaHHA i AUXaHHSA, Ha-
ABHICTIO NTO3y 6€3 OKOPYXOBMX PO3NafiB; CMOHTAHHI pemicii He XapaKTepHi, cUMNTOMaTHKa 36epiraeTbea
pokamu. [poTArom OCTaHHbLOrO AECATUANITTA 3aBAAKM YCMiXaM MONEKYAAPHOI reHeTUKM BUAINEHO rpyny

BPOAMKEHMX MiacTeHIYHMX cuHApomiB (BMC), ki HeobxiaHo andepeHLitoBaTh 3 BPOAXKEHO
MiacTeHiet0. 3rigHo 3 cyyacHMMM yaBneHHAMKM, BMC — cnagKoBi3axBOPOBAHHSA,
3YMOBJ/IEHI MOPYLLIEHHAM HEPBOBO- M’A30BOI Nepeaadi. B oCHOBI LLiEl NaToNOrii IEXKUTb reHeTUYHUIN
nedeKT 6iNKiB, EKCNPecoBaHNX Y HEPBOBO- M’'A30BMX cMHancax. BMC noginatoTbes 3a micuem
NepBUHHOIO AedeKTy Ha NPECUHANTMYHI, CMHaNTMYHI i NOCTCMHaNTMYHI. 3acsiayeHo, wo 8 3/4
xopwx 3 BMC BUABNAIOTb NOCTCMHANTUYHI NOpyLieHHA, Y 16% — He- pgocTaTHicTb
aueTUXoNiHecTepasm KiHLLEeBOI NIACTUHKN, Y 8% — NpecuMHanTUYHI nopylueHHA. HanvacTiwe
NOCTCMHANTUYHI NOPYLLEHHA NOB A3aHi 3 MyTaLiAMM reHiB cyboanHMLb aLLeTUAXoNiHecTepasu,
Hailbinblle iX NpMNagae Ha YacTKy e-cyboaMHMUL,, 3HaYHO MeHLle — Ha a-, B- i 6-cyboamHumu,. L
MyTaLii NpmM3BOAATbL 40

3HUMKEHHA abo BiACYTHOCTI eKcnpecii aueTUAXoNiHecTepasn Ha NOCTCMHANTUYHIK MeMbpaHi.

Y nauieHTkM Bikom 41 pik 3 BMC, nos’A3aHMM 3 TOMO3MIOTHOK TOYKOBOK MYyTaL€0 B
NPOMOTOPHO- My perioHi reHa e-cyboanHUL, KNiHIYHA KapTuHa 6yna noaibHa Ao reHepanisoBaHoi
dopmu  miacTeHii. ABTOpM Bifg3HaAYalOTb, WO BOAHOYAC Yy XBOPOi Oyan TaKi ocobamsocTi
3aXBOPIOBAHHA: CiMeWHMI aHamHe3 (6aTbkM — TpotopiaHi 6paT i cectpa, cectpa MaLEHTKM 3
OWTUHCTBA MAE aHa/soriyHe 3axBOPIOBAHHA), 46T y paHHbOMY AMTAYOMY BiLi, BiACYTHICTb
pemiciii B aHaMHes3i; HaABHICTb CMMETPUYHOro MTO3Yy, PIBHOMIPHOrO ObMexKeHHa obcAry pyxis
OYHUX ABNYK B YyCi CTOPOHM, BIACYTHICTb Aunaonii i CUMHAPOMY MATONOrYHOI M’A30BOI
BTOM/IIOBAHOCTI; MpuU enektTpomiorpadii BUABNAAMUCA PIBHOMIPHUI AEKpemMeHT Yy BCix m’a3ax,
BiZICYTHICTb BUpPaXKeHNX GEeHOMEHIB MOCTAaKTMBALIMHOIO MONErWeHHsA | BUCHAXKEHHA Ta HaABHICTb
nosipasHMx noTeHuianis. IMyHoNOriYHe AOCNIAKEHHS HE BUABUIO aHTUALETUIXONIHOBUX AHTUTIN,
MO/IEKYNIAPHO-TEHETUYHUIA aHaNi3 e-cyboauHuLI nigTBEpauB giarHos BMC.

MopyweHHA YHKLIT aLeTUAX0NIHOBMX peLenTopiB Moxe byTu nos’s3aHe i 3 HeAOCTaTHICTO
pancu- Hy — 6inKa, acouiloBaHOro 3 UMMM peL.entopamu. JocniaHuKu obcTexkmnmn 37 nauieHTis 3
BPOAMKEHO  XO/iHepriyHoto HegocTaTHicTio. MyTauii B reHi e-cyboauuuui BuasneHo y 18
NaLieHTIB 3  BPOAXKEHUM ntosom, odrtanbmonnerieto, OynbbapHUM  cMHApPOMOM i
reHepanisaoBaHol M'A30BO0 cnabicTio. Y 19 XBopux BUABAEHO MyTalii B TeHi pancuHy, aki
nposBasanuca y surnagi asox ¢deHotwnis: 1) aebioT y paH- HbOMY AMTWMHCTBI, MOEAHAHHA
MiaCTeHIYHOT CUMNTOMATUKM 3 apPTPOrPUNO30M, TAXKKKIA nepebir; 2) aeboT y nianitkoBomy Biui abo B
L0POCANX Y BUMNAAI BTOMAKOBAHOCTI Npu XoAab6i.

Kpim Toro, onucadi BMC, nos’A3aHi 3 nopyweHHAM pecuHTe3y i mobinisauii auetuaxoniyy,
nediun- ToM auetTunxoniHecTepasu, NOBiIZIBHUM abo NPUCKOPEHUM 3aKPUTTAM IOHHUX KaHanis.
Mpu pediunti  aueTmnxoniHectepasn [ebIOT XBOPOOU BUABNAETHCA MPU HAPOAKEHHI abo B
MOJIOALWOMY Bili. BUHMKae cnabKicTb y MPOKCMMANbHUX Bigainax m’'asiB KiHLiBOK 3a BifgCyTHOCTI
nTo3y, odpTasibMOnapesy, 3HUKEHHA aMMNiTyau Npu Helpomiorpadii, y BiaNOBiAb HA NPU3HAYEHHA
aHTUXONIHECTepasHMX NpenapaTiB BiA- OyBaETbCA MOTipWEHHA CTaHy.

3 BIKOM pO3BMBAETLCA reHepanizoBaHa M'A30Ba CNabKiCTb, AMXanbHa HEAOCTATHICTb,
TPUBANICTb KUTTA piako nepesuwye 40 pokis. Y nauieHTiB 3 BMC aHTUTIN J0 aueTUIXONiIHOBUX
peLenTopiB 3a3BW- Yal He BUABNAIOTb. TaKi XBOPi, BUK/OYaOUM OCib 3 aLeTMXoniHecTepasHoo
HeZOCTATHICTIO i MOBINbHMM 3aKPUTTAM IOHHMX KaHaniB, BigNOBIZAlOTb CMPUATAMBO Ha HENpAMI
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lOBeHinibHa MiacTeHia AiarHOCTYETb(
nepiog, 3 nepLumx pokis XuTTa 4o 16 po
dopma xBopobu, cepeaHilt Bik ii moYaTky
6HMIA A0 3aXBOPIOBAHHA B JOPOCAMUX: |
O4YHOro
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A61yKa Ha30BHi, ABOIHHA. OCTaHHIN CUMNTOM Y AiTeN HEepPiAKO BaXKKO BUABUTU, TOMY LLLO BOHM Y4acTo
He MOXXYTb TOYHO MOACHUTU CBOI BigYYTTA.
Y 6inbWOCTi BUNAAKIB y AiTei 3 MiacTeHieto, Ha BiAMIHY Big, 4OPOCANX, reHepani3alin

MaToNIONYHOro MPOLECY BMHMKAE NPOTATOM MepLIoro PoKy XBopobu. MocTynoBo pO3BUBAETLCA

naTosioriyHa m’A30Ba CTOMJIOBAHICTb Y M'13aX BEPXHiX i HUXKHIX KiHLiBOK, MOPYLWYETbCA QyHKLjiA
JKYBaZIbHUX M’A13iB, MIMIYHOI  MYCKyNaTypu, 3'ABNAIOTLCA PO31aAM KOBTAHHA, ANXAHHA, XPUNKUIA
rofloc, HeYiTKICTb MOBW. XapaKTepHe HapOCTaHHA CUMMNTOMATUKK A0 KiHUA aHA. MaTonorivHa m'a3oBa
CTOMJIOBAHICTb BUHWMKAE NPU TPUBANINA PO3MOBI, }KYBaHHI, MOBTOPHMX aKTUBHMX pyXax: Hanisnto3
3MIHIOETBCA NTO30M, MOBA CTAE HEYITKOIO, Malke ©e33By4HOI0, 3 HOCOBUM BiATIHKOM,
MaLieHTH BiAYYBAIOTb TPYAHOLL NPW KYBaHHI, BTOMAIOIOTLCA Npuxoabbi. Cepes YMHHUKIB, WO
NPOBOKYIOTb Ae610T MiacTeHii B AiTel, cnif Ha3BaTM Hacamnepes, pecnipaTopHi BipycHi iHdeKw,ii. HuHi
Ha ix YacTKy npunagae a0 90% BCiX iHPEKLiMHMX 3aXBOPIOBaHb, AKi PEECTPYIOTLCA B AUTAYOMY Billj.
Mpw peTenbHoMy 360pi aHaMHe3y YacTo 3'ACOBYETbCA, LLLO 3@ 2—3 TUXKHI 4,0 MOYaTKy NpoABiB
3aXBOPIOBAHHA AWUTMHA NepeHecsa rocTpe pecnipaTopHe BipyCcHe 3aXBOPHOBAHHA. 3B'A30K MiX
MiIaCTeHilo i L€t NaToONOriED NOACHIOTb NOAIOHICTIO aHTUIeHIB pecnipaTopHMUX BipyciB 3
QHTUTEHHUMM CKAA0M aLe-

TUNXONIHOBUX PELLENnTOPiB, ABULLAMM MONEKYAAPHOI MIMIKpIi, WO CNpUAIOTL BUPOBAEHHIO aBTOAHTMTI.

KniHiyHi cnocTeperkeHHA cBiA4YaTb, WO AOTenep AiarHOCTMKA MiacTeHii B AiTel BUKAMKAE
neBHi cknagHoui. Mpn obcTexeHHi 79 aiTei 3 1OBEHINbHOK MiacTeHito Bikom Big 3 Ao 15 pokis
3’ACOBAHO, L0 NPaBWUJIbHWIA AiarHO3 y TakKMX XBOpMX ByB NMocTaB/ieHUI B TepMiHM Big 4 micauis fo
3 pokiB. Boa- HoYac NepBUHHMMMK pAiarHo3amu 6yauM MiO3WT, aHriHa, NonipaAnKy/IOHEBPMUT,
bynbbapHi nopyweHHs, odTanbmonneria, rnocut, Tpuam. Kpim Toro, cepes nigo3ptoBaHMX
OiarHO3iB y XBOPWUX Ha MiacTeHito 6yan nyxaMHa 3afHboi 4YepenHoi AMKM, Habpak KsiHKe,
MiTOXOHApianbHa odTanbmonneria, mionatia, icTepia. Tomy BapTo AOKNAAHiWeE 3yNUHUTUCA Ha
NMUTAHHAX CY4aCHOI 4iarHOCTUKM MiacCTeHii B Npak- Tuui negiatpa.

CyyacHuWi nigxia 40 KAiHiKo-1abopaTopHOI A4iarHOCTUKKM MiacTeHii B AiTel HWHI BK/IKOYAE TaKi no3uLii:
1) petenbHWiA 36ip aHamHesy, B TOMY YMC/i CiIMeMHOro, Bi4OMOCTI MPO aBTOIMYHHI 3aXBOPIOBAHHSA
Y YneHis cim’i;
2)  nornubneHwi HeBPONOTIYHMIA OrNAZ NALEHTA 3 NPOBEAEHHAM MiaCTeHiYHMX Npob;
3) Helpomiorpadia CTaHZAPTHUX M’A30BUX Fpyn;
4) Bi3yani3auis opraHiB rpyaHoi KAiTKK Ta cepeaocTiHHA 3a gonomoroto KT abo MPT;
5)  BWM3HAYEHHA PIBHA aHTUTIN 40 ALETUAXONIHOBMX PELLENTOpPIB, PiaHOAMHY, TUTUHY;
6) iMyHONOriYHE 06CTEXEHHSA 3 BUSHAYEHHAM TUTPIB aHTUTIN 40 rafAKOI MycKynaTypwu,

MITOXOHZAPIN, cepueBoro m'asa.

KniHiyHa AiarHOCTMKA TpYHTYETbCA Ha peTesibHOMY 360pi aHamHesy, BUABAEHHI cneundivuHnx
0cob/M- BOCTEl 3axBOPIOBAHHA, 30Kpema, MaTo/oriyHoi BTOM/IOBAHOCTI m’asiB. Mpu nigo3pi Ha
MiacCTeHil0 BUKO- HYIOTb Npoby 3 HEoCTUrMiHOM (Npo3epuHOBY). Y Aopocaux i NigniTkis 3assuyait
3aCTOCOBYIOTb MPO3EPUH BHYTPILWWHbOM 3080 B A03i 2 M 0,05% po3uunHy. Y gitelt Bikom 2-5 pokis
BMKopucToBytoTb 0,75—1 mn 0,05% po3unHy npo3epuHy, Bikom 6—9 pokis — 1-1,5 ma 0,05% po3unHy
nposepuHy. Ii pesynbTaTh OLHIOIOTb TaK: PIi3KO MO3UTUBHA — MOBHE 3HUKHEHHA BCIX MiaCTeHiuHUX
CMMMTOMIB; MO3UTMBHA — 3HUKHEHHA 6iNblIOCTi 3 HMX; cnabo MO3UTMBHA — BCi MATO/MOrIYHI
CUMNTOMM 36epiratoTbCs, ane 3HUMKYETbCA IX BUPANKEHICTb; CYMHIBHA — BUPAXKEHICTb MiaCTEHIYHMX
CMMNTOMIB He 3MiHIOETbCA 30BCIM ab0 AyrKe He3HaYHo.

Mpu Helpomiorpadii y AiTel, XBOpPMUX Ha MiacTeHito, Ha BiAMiHY Bif 34,0pPOBMX, BigOyBaeTbCA
WBMAKE 3HUKEHHS aMniTyau, AK NpaBuao, 6e3 iCTOTHOI 3MiHM YaCcTOTV MPOXOAKEHHA NOTeHLianiB.
LIBMAKICTb MaAiHHA amnniTyaM 3a3BMYalt NPOMOPLIiHA A0 CTyNeHs KAIHIYHOro ypakeHHa m’sa3a.
XapaKTepHe 3poCTaHHA BWUXIAHOI amMMAiTyAuM N ynoBiIbHEHHA PO3BUTKY BTOMM MiCNA BBEAEHHA
ONTUMAsbHOI 03U aHTUXONIHEeCTepPas3HMUX MNpenaparis.
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10. 0. MatsieHko, T. I.

50% Bunaakis. Pasom 3 TMM Npu MiacTeHii TUTPU AHTUALLETUNXONIHOBUX aHTUTIN HaA3BUMYANHO
Bapia- 6esbHi M HepiAKO He KOPEentotTb 3i CTyNeHeM TAXKKOCTI 3aXBOPIOBaHHA. He3Baxkatoum Ha Te,
uen meton, AiarHOCTMKM LUMPOKO 3aCTOCOBYHOTb. [L06PO NPOrHOCTUYHOK 03HAKOD € 3MEHLIEeHHSA
TMTPY aHTUTin  Ha 50% Ha ¢oHi Tepanii. Kpim aHTUTINn [0 aueTUaxoniHOBUX peLenTopis,
BM3HAYAOTb LUMPOKMUI CNEKTP aHTUTIN A0 M'A30BUX BiNIKIB — aKTUHY, MiO3WHY, 0-aKTUHIHY, TUTUHY
(KOHEKTUHY), pancuHy, piaHoauHy, mM’A308B0i cneuudivHoi KiHasu (MuSK). Haibinbw giarHocTMYHO
3HAUYLWMMM € aHTUTINA A0 TUTMHY Ta MUuSK ana nigTsepayKeHHA AiarHo3y nNpu cepoHeraTuBHIN
MmiacTeHii abo miacTeHii, acouiioBaHiit 3 napa- HeonaacTUYHUM npouecom. Y 95% nauieHTis-gitel
3 TUMOMOI B CMPOBATL,i BU3HAYaKOTbCA aHTUTINA A0 NOMNEpPevyHO-CMYracToi MyCKynaTypu, B TOMy
YUCAi 40 TUTUHY.

MiacTeHito B AiTel cnig andepeHLitoBaTU 3 TaKUMU HEBPOJIOFYHMMM 3aXBOPIOBAHHAMM, 5K
pisHi bopmu mionartii (0c06/MBO Ti, LLO CYNPOBOAMKYIOTLCA MTO30M i CNABKICTIO EKCTPAOKYNAPHUX
m’s3iB), nporpecytouMm 6ynbbapHMM napanivem auTavoro BiKy (xBopoba dauio-/loHae). Kpim
TOro, nNpo- BOAUTbCA AubepeHLianbHa AiarHOCTMKA 3 TOCTPUMM MOPYLIEHHAMW MO3KOBOrO
KpoBoobiry B BepTte- 6pobasunsapHomy b6aceiHi, nyxanMHamu ctoBbypa MO3Ky, CTOBOYpOBMM
eHuedanitom, Cr'b, audrepieto, 60Tyni3MOM. MiacTeHIYHMI CUHAPOM MOXKE TaKOXK PO3BMBATUCA
NPy 3axBOPIOBAHHAX EHAOKPUHHOI cuctemn — xBopobi KywwuHra, AppicoHa, 3axBOPHOBAHHAX
wmTonoAibHoi 3an103u1. Kpim Toro, Nnpuinom [eakMx MeguMKaMeHTIB iHOAI MPOBOKYE PO3BUTOK abo
noripwye nepebir miacteHii. [lo HWUX HanexaTb  aHTMBIOTMKM (amiHOrnikosuaun, amniuunid,
UMNpodNOKCaLLMH, EPUTPOMILLMH, KaHAMILMH), KapaionoriyHi npenapat (NpokaiHamia, nponpaHonon,
Bepanamin), a-iHtepdepoH i Aeski iHLwi.

KniHiuHWI gocsig, cBig4MTb, WO NEepLIMMU 3 XBOPUMU AiTbMU, AKI CTPAXKAAl0Tb HA MiacCTeHito,
33- 3BWYai 3ycTpivatoTbcA negiatpu Ta odpranbmonorn. Tomy cKapru MaLieHTIB Ha nepioanyHe
OonylleHHA opHiei abo o06ox MNoBiK, ABOIHHA B 0Yax, TPYAHOLL NPW KOBTAHHI, MigBULLEHY
CTOMJIIOBAHICTb Npu XxoAbbi, 0cob6aMBO HapocTatoui 6aMKYe A0 KiHUA OHA, MOBUHHI BUMKAMKATK
HACTOPOXKEHICTb WOAO0 LbOro 3axBO- ptoBaHHA. Mif KiHeub xoTinoca 6 MigKpecauTH, Wo paHHA
OiarHOCTMKA MiacTeHii B AiTeld MOXK/AvBa TiNbKM  nNpu  cniBnpaui negiatpa, odrtanbmonora i
Hesposora.

JlikyBaHHA MiacTeHii B negiaTpuyHili nonynsuii po3ainatoTb Ha KOHCEPBATUBHE M ONepaTUBHE.
Ornag, akTyanbHUX TepaneBTUYHUX MOKIMBOCTEN NpeacTaBneHo B Tabn. 14.

Ta6auusg 14. AikyBaHHS MiacTeHii B AiTeit
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0 REBY TR E8HI S0 AN ALYy BBBKH3 M
BYNGaHHpen-  HisonoHy.  LMKnocnopuH  MoKHa
npuMsHauyaTM npM  Herepe- HOCUMOCTI a3aTionpuHy.

Linknodocdamis, 3acToCOBYETbCA MpPU  AyXKEe TAXKKOMY
nepebiry xsopobu. [ynbc-Tepania BWCOKMMM A03aMMU
MeTUNNPEeAHI30NI0HY  3aCTOCOBYETbCA B AiTeld 3

Mnasmadepes i/
4yn NOACLKNIA
imyHornobyniH

Cnna pekomeHaa-
uii — 1; pocrosip-
HIiCTb AOKa3iB — B

Mnasmacdepes 3acTOCOBYETbCA A1A NiKYBAHHA MiaCTEHIYHUX
KpM3iB, a TaKOX ANA npe- i nicnaonepawiiHoi NiATPUMKM.
Edekr Bif, BHYTPILUHbOBEHHOTO 3aCTOCYBaHHA
imyHornobyniHie  cnocrepiraetbcs uepes 3—4 aHi #

On

epaTusHe AiKYBGHHﬂ

TumeKkTOMIA Cnna pekomeHaa-
uii — 2; pocTosip-

HiCTb AoKasiB — C

Hantaxunii  nppebir  miacteHii

inMcembpioreHesy (KicTKoBO-m’A30Bi AuUC
HeipOeHAOKPUHHUMU  NOpPYLUEHHAMM (
pocTy | cTaTeBOrp [p[03piBaHHA  Ha

3aCcTOCOBYETbCA AK OCHOBHWI MeTOZ, TPWBANOFO NiKy-
BaHHA, 0COBANBO B AiTE 3 BUCOKUM PU3MKOM PO3BUTKY
YCKNagHEeHb NiKyBaHHA aHTUXONiIHeCTepasHUMKU npe-
napatamu, KopTuKocTepoigamu abo iHWWMKM BUAAMM
imyHoTepanii. MoKasaHHAMM ona onepaTMBHOrO
NikyBaHHA € 3n0sKicHa ¢opma; nporpecytoda dopma.
Mpu nokanbHMx ¢dopmax MmiacTeHii [0 onepaTUBHOrO
NiKyBaHHA Nig- XoAATb 31:16ipKOBo. MpoTunokasaHHA na
MERIARTECRAandki ATCHerdmEHESHHIHMMN  cSTAEMSMY
a0 SroRMAAN. POSBYTHEY LeRTRATHA]HRBBOBORRYFAMI,
NiSE L8 DB -CKP QP RIN HA BPHENEMA/ bHii aCTaH Vi BTN
Qor AHBEIVMITARIEI0EHAPOMIbanina Oy THHiGHRYTEAM Ta W)

He3pinicTio nimdoigHPi cuctemn HocornoT-

Krik(aEeH0iore TOHBMATehaBIHTID) BROBXNAGTHYKFVBYINY

CMHAPOMOM Ta iHWOK CYyNyTHbOK MATO/MOriEl. Y X/ONYMKIB i3 OeBloTOM 3axBOpPtOBAHHA B

npenybeptaTHOMy nepiogi W perpecom
BiA3HAYaOTbCA CTiMKI pemici.

CUMNTOMIB MiacTeHii 40 KiHuA nybepTaTty, AK Mpaswno,

Bubip NpaBuAbHOI TaKTUKK NiKYBaHHA A€ MOM/MBICTb AOCATTM MO3UTUBHOIO epeKTy (CTiKoi
nosHoi abo 4acTKoBOI pemicii Ha GpoHi Npunomy meankameHTis abo 6e3 Hux) y 80% AiTei, XBOPUX Ha
miacTeHito. OgHaK goTenep He iCHYe meToAiB NMporHo3y nepebiry 3axBoproBaHHA Ta crieundidHmx

naTto- reHeTUYHUX MeTOAIB NiKyBaHHA Mi

acTeHii B Wi nonynsauUinKin rpyni.

12. MIACTEHIYHUA CUHAPOM AAMBEPTA-ITOHA

Y 1953 poui Anderson et al. onucanu 47-piyHoro nauieHTa i3 nporpecytoyoto M’A30B0t0 cabicTio
i 3HUXKEHUMM CYyXOXKUNbHUMU pedaekcamu. Micna XipypriyHoro BUAANEHHA BUABNEHOIO CYNyTHbOrO
OPIGHOKNITUHHOrO paky nereHb (AKPJ/1) cTaH XBOPOro BUPaXKeHO MoAinwmBca. Yepes KisbKka pokKis
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Miactenis. Miapy4HVK 419 CTYAGHTIB MEAMIHOTO GaKy/bTeT
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nazKkis i3 cneundiyHMm enekTpodisioNoriyHMMm naTepHc
i fjoTenep FPYHTYETLCA Ha eNeKTPOodi3ioNoriyHmxX KpuTey
- PHOBAHHA 3HAYHO NorAMbunucs. MoninweHHA obi3HaH
ATTA NAaTOreHHWX aHTUTIN 40 MOTEHLiaN-3aNeKHUX Kabl
LIOHYIOYMX. KaHanie 3ragaHoro tuny npu [KP/1 3a6e3neynno eTionorit
JHuit MC/l i HenyxnmnHHWIA BapiaHT (HM-MC/l). BanigHa T
MM’%B&HHIX CTafiAX 3aXBOPIOBaHHA. PaHHA AiarHOCTMKa CTBOPIO

MC/1l HanexXuTb 40 PigKICHUX PO3.:
MJ/IH. HaceneHHa. MpoTe, Hanpuknag,
Kopentoe 3 nowwupeHictio 3,42 Bunag,
3aXBOPIOBAHHA AK TaKOro, WO ypax
napaHeonsacTMYHOro pisHoBuay. B Ll
YO/I0BiKM CTaHOBNATb 65% YycCix XxBOpW:
nepwnin NikoBuii BiK MOYaTKy XBOPOOK
ctatesuit posnogin MC/l 6an3bkuii a0
HLA-B8-DR3. Lleit rannotun nos’ssaHui
oci6 i3 HM-MC/ll, npoTe, nopiBHAHO 3
MOMIOAMM BIKOM MOYaTKy (K npu A
BifirpaBatn nesHy ponb npu MCJI a
BuABNEHO 3pOCTaHHA PU3MKY aBTOIMYHH

12.2. Acouiauijs 3 nyxAMHOlO

50-60% naujieHTiB i3 UMM pPo3n1asz0o
Ky- PIHHAM i € KAPUUHOMOIO NereHb i3
X04a B TAKWUX XBOPWX OMMUCaHi M Hen
CTaTTAX € 3ragku npo 38’A30k MC/I 3 |
npocratm, TUMOMOI i nimdonponic
NOEAHAHHAM KapUMHOMMU NpOCTaTh i
OPiIBHOKNITUHHUMM, @ MiacTeHONOoAibOHi
NpOCTaT 3a/MILAETLCA TAKOX HaMlnol
CUHAPOMI — iHLIOMY MapaHeonnacTuy
NauieHTIB i3 TMUMOMOIO B ABOX PO3BMUI
ximioTepanii. 3B’A30K MiX OCTaHHIM
He3po3yminum — cepep, 15 ocib, onuce
Mi¥X NMOYaTKOM MiacTeHOMNOZAiIBHUX CUMMTC

12.3. AiarHocTuka

[LiarHoz MC/Il FpyHTYETbCA Ha aKT)
Ccepo- /IOTiYHMUX AocnigyKeHb. KniHiyHa
NPOKCUMANbHUX
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BiAAiNiB KiHUiBOK, BeretaTMBHi NposBM i apednekcito. MepwrmyM O03HaKaMM 3aXBOPIOBAHHA €
3a3BMualt  €nabicTb M’A3iB MPOKCMMaNbHUX BigAinis Hir (80% Bunaakis), Ha ubomy GOHI WBUAKO
pO3BMBAETbCA €MAbiCcTb  pyK. 3rafaHa cnabicTb MOLWMPIOETLCA Bif, MPOKCMMANbHUX L0 AUCTaNlbHUX
BigAiniB, 3any4atoum CTONM i KUCTI, | B KpaHianbHOMY HanpAMi, 3peLuTor0 CAratoyM 30HWM MOTOPHOI
iHHepBaL,ii YepenHo-MO3KOBMX HepBIB (puc. 8).

0%100%
-

PucyHok 8. MolwmnpeHHs pyxoBux cuMnTomiB y nawieHTis i3 HN-MCAI i MCAI, acouiioBaHuMm i3
AKPA. Yactota cumntomiB Ha 3-my micaui (A) i 12-my micaui (B) npu HN-MCAI, a Takox Ha 3-my
micaui (C)i12-my micaui (D) npu MCAI, acouiiioBaHomy i3 AKPA. BiacoTku BiAOGPAXaioTh
NPUGAU3HY

NPONOPLLil0 XBOPUX, KOTPi MAIOTb PYXOBi CUMITOMM B MEXAX 3rAAQHOTO AIQNA30HY Yacy.
MAxepeno — Titulaer MJ, Lang B, Verschuuren JJ. Lambert-Eaton myasthenic syndrome: from
clinical characteristics to therapeutic strategies. Lancet Neurol. 2011 Dec;10(12):1098-107.

LLIBMAaKicTb nporpecyBaHHA Habarato 6inbl BupaxkeHa npu MC/I, acouioBaHomy i3 [KP/,
NopiB- HAHO 3 HEMYX/IMHHUM Pi3HOBMAOM. YacToTa OKOPYXOBMX CUMMTOMIB KOZIMBAETLCA B AjanasoHi
0-80%, a bynbbapHux npossiB — 5-80%, 3anexHO Big po3mipiB BMBIpKWM. Xouya B niTepatypi
OMMCaHO OKpPeMi BUMAAKM i30/1bOBaHMX OKOPYXOBUX CUMMTOMIB, Maie BCi XBOPI, LLLO MatoTb iX abo
i30/1b0BaHy AMXaNbHY HEAOCTATHICTb, TAKOX [OEMOHCTPYIOTb MNPU OBCTEXKEHHi reHepanisoBaHy

cnabictb. Ha BigmiHy Big miacteHii, npu MC/I i30/1b0BaHa 30BHIWHA OpTanbmoNeria 3aaMLIAETbCA
HeTMNOBOIO.

12.3.1. BereTaTtMBHA AMCCOYHKLLA

BeretaTuBHi CMMNTOMM € We OAHMM Katovem anda giarHoctukm MCJIl, BOHW AOCUTb reTeporeHHi,
ane nepeBaKHO He iHBanigm3ytodi. Yactota 3ragaHumx npossiB cArae 80-96%, xoya B AeAKMX
NIOKANbHUX [0-  CAifMKeHHAX (HanpuKnag AMOHCbKMX) MOBILOMAETLCA MNPO HUMNKYI MOKA3HWKK
(62113bKo 30%). Y BEAMKUX MIiNKHAPOAHUX KOropTax 4acToTa aBTOHOMHMX MOpYLIeHb CTaHoBUAa 66%
B iHTepBani 3-x micAuiB Big, noyaTKy 3axBoptoBaHHA i 91% y 3aranbHil rpyni. HanvacTtiwmi cumntom
— CyXiCcTb y pOTi (KcepocTomia), nicia HbOTO — epeKkTUNbHA AUCOYHKLiA B YOMOBIKIB i 3aKpenu.

MeHL YacTMMKM € OpPTOCTATUYHA TiNOTeH- 3if, HiKTypia, cyxicTb B o4ax (KcepodTanbmis) i 3miHK
NOTOBUAINEHHA.

12.3.2. CyxoXuAbHi peddAeKcHU

Y xBopwux i3 MCJ1l yacTo 3HaxoaaTb 3HMKeEHI abo BiACYTHI CyxoxkuabHi pediekcu. CneupdiyHoto,
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X04 | He [y)e YyT/IMBOK O3HaKo!
KOPOTKOTEPMIHOBE BIiJHOBNEHHA LMX [
CEepPiNHOrO CKOpPOYEHHs M'A3iB. BiH +
CYXOXUAbHUX pednekciB. Came TOMy
NeBHOTO BiAMOUYMHKY.
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12.3.3. HenpaBuAbHUI_AiGrHO3 i AMdDEPEHLLIdAbHA AirHOCTHKA

MC/1l 4acTo MOYMHAETLCA i3 Nerkoi cnabocTi B MPOKCMMANbHUX BiAZiNax Hir, Toai AK B
iHiLiaNbHIM  KNIHIYHIA KapTWMHI MiacTeHil 4OMiHYIOTb NTO3 i Aunaonia. KniHiYHMM naTepH nepworo
CTaHy € MeHW cne- UMiYHMM i MOPIBHAHO i3 MiacTeHielo 11oro Baxuye po3nisHaTM. ToOmMy YacToto €
3aTPMMKa Y BCTAHOBJ/IEHHI OcCTaTo4Horo giarHosy MCJ/1l, ocob6amBo, HenyxanHHMX Gopm. 3rigHo 3
BMCHOBKaMM ABOX AOCMIAXEHb, TaKa 3aTPUMMKa CTaHOBUTb y cepedHbomy 4 micaui npn MCI,
acoujiiosaHomy 3 [IKP/, i 19 micauis npu HM-MC/I. MpuynHoto Lboro € HecneundiyHMI NoYaToK
y 6iNbWOCTi NaLieHTIB — Nerka CMMeTpuUHa CNabKicTb Y MPOKCMManbHUX Bigainax KiHUIBOK i3
NoOBiINIbHUM MporpecyBaHHAM. B oAHOMY CMilbHOMY aHI10-rONNAHACBKOMY [OCAIAXKEHHI BiCOTOK
XBOPUX, KOTPMM CMOYaATKy MOCTaBUAW HEMpPaBUNbHUIA pAiarHo3, caraB 58%. Haiuactiwe MC/I
NAyTaloTb i3 MiacTeHiel, 0cob6MBO NpY 3anyyYeHHi OKOpyxXxoBUX M’'A3iB. Mpy OCTaHHIA cMMnTOMMU
odpTanbmonnerii BuasnatoTbea B 90% Bunagkis, toai ak npu MC/1l — nuwe B 5% xBopux. 3aranom
npu miacTeHii m’A308a €NabicTb NOWMPIOETHCA Y KayAaNbHOMY Hanpami (Npy napamiacTeHiyHux
cTaHax Ha GOHi MapaHeomn/JaTUYHOro CUHAPOMY — HaBMaKW), TAKOXK Y TaKMX MNALEHTIB Hemae
BEreTaTMBHOI AUCOYHKLIT | 3HUKEHHA CYXOXKUIbHUX pedieKciB.

MpoKCcMManbHa CcUMMeTpUYHa m’A30Ba cnabicTb XapakTepHa Aaa mionartii, ocobanBo —
MiO3UTYy 3  TifIbUAMW BK/IKOYEHHA B OCi6 noxunoro BiKy. binb i niaBuweHHA piBHA
KpeaTnHdocdokiHazm Kposi HeTU- noBsi gnsa MC/I, 6inblwe — ana miosuTy. B Takomy acnekTi ana
nigTBEepAXKEHHA AiarHOo3y NepLlloro CTaHy Ba*K/JIMBMM € HAABHICTb BEreTaTUBHUX CMMNTOMIB. XBOpI
i3 CTEHO30M CMMHHOMO3KOBOrO KaHasly 4aCcTo MatoTb CNabicTb M’A3IB HUMMKHIX KiHLIBOK, ane Aewo
iHWYy yYacoBy eBostouito cumnTomis. IHKoam npu MCJIl  Big3HayvalOTb TPYAHOLL MPW BCTaBaHHI 3
Kpicna, Wo MorKe HaraayBaTu paHHi cTagii xBopobu MapkiHCoHa, abo «MapKiHCOHI3MY HUMKHbOI
NONOBUHU Tifa». OCKINbKM NPU ONWUCI BNACHMX BigYYTTiB MALEHT YacTO arpaBYyE TAXKKICTb CTaHy,
NOPIBHAHO 3 TWUM, WO BWUABAAIOTb NPU O6’EKTMBHOMY OBCTEKEHHi, He cnig BW-  Kao4yaTu
AenpecuBHMt abo NCUXOCOMATUYHUIA PO3nag.

Y [eAkux XBOPWUX CMMNTOMATMKA PO3BMBAETbCA NIArOCTPO. B MO€AHaHHI i3 nmeBHUMM
3MiHaMK  MpU enekTpodi3ioNoriyHUX AOCNIAKEHHAX NiKap MOXe Nigo3ptoBaTy Helponartito, CIb
abo BAC. Mpo- Te nauieHTn i3 MC/ll He MatoTb CEHCOPHUX CUMNTOMIB abo 600 i, Ha BiAMIHY Big
rocTpoi aBTOIMYHHOI nNosiHelponartii, He AEeMOHCTPYHTb 3POCTaHHA BMIcTy 6inka B nikeopi. Lo
ctocyeTbea BACY, TO Le 3aXBO- PlOBaHHA CyNpPOBOAMKYETbCA HabaraTo BMpakeHiwoto atpodieto,
4aCTO — acMMeTPUYHE | NepeBaXHO MOYMHAETLCA 3 BEPXHIX KiHLiBOK.

12.3.4. EAekTpOHeWpoMmiorpadois

CepiitHa ctumynaujs Hepsa (CCH)
HaneXuTb [0 eNeKTPodizioNoriyHnX AiarHoCTUYHMX MeToajiB BUu6opy npu MC/Il. B TakmMx XBOpUX iHiLiasibHa
aMmniTyaa cknagHoro m’a3oBoro noteHuiany aii (CMM/) BXKe HM3bKa | HaBiTb 3HUMKYETLCA NPU HU3bKIN
yactoTi ctumy/toBaHHA  (2-5 Tw). Mpu MC/l 3racaHHa CMM[,  (OeKpemeHT) Moxe BUAB-
naTuca inpu Husbkuxyactotax — 0,1 My. AKwo BoHo nepesuLLye noHas 10%, To BBaXKAETbCA MATONOMNYHUM;
Taka cuTyauis Tpannaetbca B 94-98% xBopux ocib. Pasom 3 TMM Le He BBAXKAETbCA CreundiuHum
NPOABOM, OCKINKWM  MAUJEHTM i3 MIaCTeHIElD TaKOX [OEMOHCTPYITb 3rafaHe 3racaHHA. [na
ondepeHuiauji mixk miacteHieto i MC/ll - 34iACHIOIOTb BUCOKOYACTOTHY cTumynauito (50 Mu), 6axaHo
nicna GisMYHOro HaBaHTaXKeHHA. 3pocTaHHA amnai- Tyau CMMA, (iHKpemeHT) 6inbl Hik Ha 100% €
HEHOPMa/IbHUM, BOHO Ay»Ke KOPOTKOTPMBane i HalBuLLE, AKWO MNOAPa3HUK HAHOCUTLCA Bigpasy nicas
NPUMNUHEHHA CKOpo4yeHHs M’a3a. Mpu MC/Il yyTamsicTb Takoi moamdikauii CCHctaHoBUTb 84-96%,
acneumoiyHicte — 100%. BMCOKOYACTOTHA CTUMY/ALISA MA€ NoAiGHY YyTAMBICTb, NpoTe AyXKe bontoya.
Mopir 3poctaHHa CMIM[ B 60% BBaXa€TbcA AOCTOBIPHUM, OCKIZIbKM MNPU LbOMY MiBULLYETLCA
YyTAMBICTb (20 97%) | cneumndiuHicTb (80 99%), WO NPMHLMMNOBO 419 PO3PIZHEHHSA i3 MiacTeHiE .

OB-HMTI morke 6yTM Aewio YyTauBiwo nopiBHAHO i3 CCH, npoTe BOHa BMMAarae TEXHIYHOIo
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[OCBiAy | He [ae 3MOrM PO3Pi3HUTU
LiarHOCTMYHI pe3ynbTa- TWU BUCOKOYYTAU
NiKyBaHHA BigMiHAETbCA 3a 12 roawH
nepesuwye 322 C.
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12.3.5. AHTuTiAG A0 M3KK

AHTuTina go MN3KK tuny P/Q signosiganbHi 3a KniHivHi npossn MC/I, ix BuasaaoTs y 85-90%
TaKUX XBOPWX, a Npu acouiauii miacteHiyHoro cuHapomy i3 JAKP/1 uei nokasHuk carae 100%. Ons
cTBOpeHHA TecTtoBoi cuctemm M3KK Tmnis P/Q ta N eKcTparytoTbea i3 MO3Ky CCaBL,iB | MapKylOTbCA 3
L0MOMOrO0  W-KOHOTOKCUHY. IMyHONpeumniTalia MapKoBaHUX KaHaniB aHTUTINAMW B CMpPOBATLi
nauieHTiB i3 MCJll reHepye 4yTAMBY B3aEMOZ,O, KOTPA € AiarHOCTUYHO BUHATKOBO TOYHOI. AHTUTINA
no N Ta L tunis MN3KK
HaABHi y 25-40% oci6 3 MC/1l, ane cepef, OCTaHHIX MPaKTUYHO 3aBXKAW HaABHI aHTUTINA M3KK Tuny
P/Q. HenaBHO po3po6/eHO anbTePHATUBHY AiarHOCTUYHY CUCTEMY, [ie BUKOPUCTOBYIOTb OTPYTY
naByKiB
W-GOHETOKCUH, KOTpKit Mapkye M3KK Tunis P/Q Ta N 40 eKCcTpaKTiB MO304Ka LypiB. MpoTe 3HMXeHa
YYTAUBICTb ¥ 84% NauieHTIB i3 KAiHIYHO YiTKum JKPJT pobutb Lei meton MeHW NpuaaTHUM.

AuTtuTing go N3KK Tuny P/Q e BucokocneumoiuHi mpu 3ragaHomy Tumi paky, BogHouyac ix
BuABNAOTL B 1-4% xBopux Ha [KPJ/1 6e3 HeBposoriyHMx npobiem. AHANONYHO Li aHTUTINIA TaKOXK
ICHYIOTb Y CMpO- BaTWi Ta NIKBOPI HEBENMKOI KiNbKOCTI MaLi€HTIB i3 MNiAroCTpoOd MO304YKOBOHO
aTaKcielo, KombiHOBaHOIO 3
KniHiYHMMK npossamu MCJ1l abo 6e3 Hei, Ha dpoHi acoujiioBaHoro AKP/I.

M3KK € KomnnekcHUM BinKom, LLLO BK/tOYAE baraTto nigoanHULpb. MopoyTBoplooya nigoanHUUA

o, BIANOBIAAE 33 BioxiMmiuHi 1M eneKkTpodi3ioNnoriyHi XxapaKTepUCTUKMU AAHOTO KNacy KaHanis, Tomy
NOWYK  iIMyHOAOMIHAHTHUX aAHTUTEHHUX CaWTIB 30CepessKeHu came Ha Hill. BuKopucToByHOUM
TBEpAoda3HUIM  iIMyHOPEPMEHTHUI aHani3 i BeCcTepH-6I0TUHT, aHTUTINA A0 eniToniB AiHiiHOro
nenTuay, KOTpi NOXOAATH i3

cneumdiYHMX NO3aKNITUHHUX 30H, 30KpeMa 30HM S5-6 gomeHis Il i IV nigogmHuui a, 6ynn BUABNEHI B
50% naujeHTiB 3 MC/l i 5% ocib 3 KOHTpoAbHOT rpynu. Kpim Toro, aHTUTING, WO PO3ni3HaBaan JOMEeH
IV, 6ynn nowwupeHiwmmn npu HN-MCAI (37,5%), nopisHaHo i3 [AKPJ/l-acouiiioBaHMM BapiaHTOM
(4,6%). NpnbnnsHo B 40% xBopmx i3 MC/1l icHylOTb aHTUTING A0 B-NiZOAMHULI, ane OCKiNIbKM BOHa
MaliyKe NMOBHICTIO BHYTPILL-

HbOK/IITUHHA, TO PONb LMX aAHTUTINI BBAXKAETbCA BTOPUHHOMO LWOAO OCHOBHOIO XBOPO6AMBOrO
npotecy.

12.4.NaTodpisionoris

MatoreHeTMuYHa posb aHTUTIA Ao M3KK Tvny P/Q B TakMX XBOPWX LiIKOM MMOBIpHA, OCKiNbKK
uen aHTureH HassHuUI npu OKPJ1 i B Helipo-m'a30BUX cuHancax. MilweHb ans aBToaHTMTin — M3KK
npecuHan- TWYHOI TepMiHani HepBa 3rafiaHux cuHancis i nosepxHa AKP/l. ABTOIMYHHUIA YMHHUK
33/IMWAETLCA NPUH- LUMOBMM, OCKIZIbKM ONUCAHO NacuBHe NepeaBaHHA 3aXBOPIOBAHHA Bi4 maTtepi
[0 HOBOHAPOAMKEHOTO, WO Maso 3a HACNIAOK CKOPOMMHYLY cnabicTb y HeoHaTanbHOMY Nepioai.
MacMBHa nepefaya NOACBKMX aABTOAHTUTIN A0 MULLIEN TaKOXK iHAYKYE PO3BUTOK 3aXBOPHOBAHHA.
AKTMBHaA iMyHi3auia nenTuaamm cnpu- 4mnHae MC/ll-nogibHi cumnTomm y wypis. MuLwi 3 myTauismu
reHa M3KK tuny P/Q gemoHcTpytoTh AesAki enektpodisiosorivyHi xapaktepuctku MC/I. KniHiuHo
OCTaHHI CYMipHWMIA i3 aBTOIMYHHMM pPO3/13aZ0M, OCKINbKM Taki XBOpi [obpe BiAryKylTbCA Ha
iMmyHOmOAyNt0OYY Tepanito.

12.4.1.PYHKUIOHAAbHI AOCAIAXEHHS

ABTOIMYyHHa npunymnHa MCJ/1l 6yna BCTaHOBAEHA B cepii eKcnepuMeHTalbHUX A0CAIAXKEHD LWOA0
na- CMBHOIO NEpPEeHOCY, KoM MULLAM BBOAMAM CMPOBaTKy abo IgG Big xsopux Ha MCJI, nicna yoro B
TBAapUH BUABNAAM NEBHi enekTpodisionoriyHi Ta MopdonoriyHi 3miHW, TUMNOBI ANA NauieHTiB. Y
MULLIEN BUABNEHO 3MEHLUEHHA AMCKPETHOro BMICTY, AKWMM NPeACcTaBAA€ KiNbKiCTb Be3UKyn
ALEeTUNXONIHY, WO BUAINAOTLCA NI, Ai€0 O4HOrO HEPBOBOrO IMMNY/bCY, WOAO KOHLEHTpaLii ioHiB
NO3aKNITUHHOMO Ka/bLitlo — Le BKa3dye Ha PYHKUiOHAaNbHUI edekT wono npecrHanTuuHux M3KK.
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AHaNOrivYHO BMABNAETLCA 3HUMKEHHA LU/
OeAKNX AOCNIAHMKIB, € MOPdONOriyHO
MOXHa gymatu, wo npu MC/I IgG iHAYK
NOTOKY KasbLiito Npu Aenonspusauii i n
MCI-noxiaHui 1gG oa4HaKOBO epeKTUBE
TOMY MOMHa AyMaTu, LLO OCTaHHIA npy
0608B’A3K0BUM. Lle 36iraeTbca 3 pesynbT
BiZICYTHICTb BigK/NaZeHb KOMNNEMEHTY B O
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PucyHok 9. NaTtodisiororis MCAIl Ta echekT CUMAITOMATUYHOTO
AIKYBQHHS.

(A) HopmaAbHO AenoAApM3aLLis NPEeCUHANTUYHOI HEPBOBOI TEPMIHAAI 3 AOMOMOrOI IOHHMX
KGHOAIB  CNPUYMHAE MOCUAEHHS NOTOKY iOHIB KAABLLjlO | CKOpo4eHHs m'a3a. (B) Mpu MCAI
aHTuTiAa A0 M3KK 6AOKYIOTb NOTIK KOABLLIO, LLLO MPUBOAUTb AO 3HUXKEHHS BUBIAbHEHHS
BE3UKYA 3 ALLETUAXOAIHOM
i3 npecMHanTM4HOI MeMBPAHK. BHOCAIAOK LLbOTrO MEHLLA KIAbKICTb MEAIATOPY AOCTYMHA AAS
3B'A13yBAHHA 3 NOCTCMHANTUYHUMU QLLETMAXOAIHOBUMM peuenTtopamu. (C) AikyBaHHs 3,4-aiamiHoni-
PUAMHOM BAOKYE NOTIK iOHIB KQAIIO HO30BHI, NPOAOHTYIOMM TPUBAAICTb AEMOASPU3ALLL.
BHACAIAOK LLbOrO NATOAOFYHO YPOXEHi KAAbLLIEBI KAHOAM 3QAULLAIOTLCS AOBLUE BIAKPUTUMM,
MOCHUAIOIONM MOTIK KAAbLLilO BCEPEAUHY KAITUHM | HOrO BHYTPILLHbOKAITUHHY KOHLLEHTpALIIO, L0
CNPUAE 3AUTTIO ALLETMAXOAIHOBMX BE3MKYA i3 MPECUMHANTMYHOIO MEMBPAHOIO | BUBIAbHEHHIO
HerpomeaiaTopy.

ACh — aueTuaxoai; 3,4-DAP — 3,4-asiamiHonipuamnH; Ca*™ — ioHu kaabLiio; K*— ioHu kaaito.
MAxepeno — Titulaer MJ, Lang B, Verschuuren JJ. Lambert-Eaton myasthenic syndrome: from
clinical characteristics to therapeutic strategies. Lancet Neurol. 2011 Dec;10(12):1098-107.

Komai et al. 3acBiguvnmn, wo B 6-T 3 10-TM LWYpPiB, AKTUBHO iIMYHI30BaHMUX KOPOTKUMMU
nenTMaamu, noxia- HWUMK 3 NO3AKNITUHHOI AiNAHKKM (ZomeH 3) nig-ognHuuj a, M3KK, suasnsatoTbea
nesHi pucu MC/l, BKAIOYAIOUYM 3HUMKEHHA AWCKPETHOro BMICTY, NOJErweHHA BWMCOKOYACTOTHOI
HEepBOBOI CTUMYAAL,T | MTOMipHY cnabicTb.

3acBigyeHo, Wo Ui KaHaan NoB’A3yoTbeA i3 B-namiHiHOM, NIATPUMYIOUM AKTUBHI 30HM
npecuvHanTUYHoOi MembpaHu. B muLweit i3 myTaLiamu, WO NepeLkoaKatoTb LM 3B A3Kam, HasABHa

BTpaTa arperadiii 3rafjaHux 30H, wo Tunoso gna MCJ/1l. Pazom 3 TUM He Big3HAaYeHO XapaKTepHUX

KNiHIYHUX | enekTpodisionoriyHmx 3amiH. MyTauii reHa CACNA1A, skuii Koaye a-nigogmHuyto N3KK
™mny P/Q, cnpuynHAOTL reminaeriyHy mirpeHb abo enisoamyHy aTakcito 2 Tuny. B o6ox ctaHax
aTaKCiA € e1eMeHTOM K/iHIYHOro cneKkTtpa. Lle He AMBHO, OCKINbKM Ui KaHanM TaKoX

eKcnpecyrTbea Ha KNiTuHax MypKiHbe B MO304Ky. LiepebenapHa aere- Hepawjia BUABNAETHCA B

HeBeNMKOI KinbKocTi xBopux Ha MCJIl, ocobamBo acouitoaHoro 3 AKP/1. Y muwein i3 myTauieto

CACNA1A TaKOK BMABAAOTb aTaKcito, MOMipHY ci1abicTb i enekTpodisionoriuHi 3miHu, Tunosi  ana
AMchYHKLIT HeMpo-m'a30Boro cMHancy. NMatomopdooriyHe foCNiAKEHHA CBIAYUTb NPO BUPAXKeHe
3HMXKeHHA KinbkocTi M3KK Tuny P/Q B Mo30u4Ky y xBopux i3 MCJ1l Ta napaHeonnacTMyHo
AereHepauilo  MO304YKa, NOPIBHAHO 3 KOHTPOIeM i nauieHTamu 3 MC/1l 6e3 ypaskeHHa LLHC.
3aNUILAETLCA HEBIAOMUM, YOMY iIMYHHA peaKLifa NOLWMPIOETLCA 40 FOJIOBHOMO MO3KY /IMLLE B AyKe
HEBEJIMKOT Ki/IbKOCTi LIUX XBOPUX.

12.4.2. CepoHeratusHi coopmu MCAI Ta 3aAyYEHHS iHLLIKMX AHTUTIA

Y 10-15% xBopux Ha MC/1l He BuasaatoTb aHTUTIA Ao N3KK tmuny P/Q. Nakao et al. Busyanu
KoropTy 3 17 cepoHeraTMBHUX OCi6 i3 KNiHIYHO YiTKMM 3axBOPOBAHHAM. KniHiyHWI deHoTMn ByB
Ayxe 6AM3bKMM [0 Cepono3UTUBHMX MALLEHTIB, pasom 3 TMm YacTtota [KP/1 B ubomy BUMNAAKy
cTaHoBua nnwe 12% nopisHAHO i3 60—70% B cepono3nTUBHIN rpyni. EnektTpoddisionoriyHi nposasu
6ynn BiNbWw-MeHLW aHanoriyHi. MacMBHe nNEpPeHeceHHA CMPOBATKM Bif, CEpOHEeraTUBHUX XBOPUX 40
MULIEN CNPUYMHANO 3araloM TUMOBI enekTpo-  ¢i3ioNorivHi NposABW, AKI BUMABAAAUCA MNpuU
nepeHeceHHi CMPOBATKM BiA, CEPOMO3UTUBHUX OCI6. MoxnBO, cepoHeraTusHi dopmm MC/I
MOXXYTb CMPUYUHATUCA TUMU CAMUMWU AHTUTINAMU, ane NPU HU3bKKX
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nignoporoBMx KOHLEHTpauiax, abo aHTuTinamm ao enitony M3KK, AKMii He po3Ni3HAETbCA Cy4aCHUMM
[LiarHOCTUYHMMW MEeTOAMKaMMK. ICHY€E anbTepHaTUBHA TOYKA 30pY, LU0 3rafaHi BapiaHTX 3aXBOPIOBAHHA
BU- KAMKAOTbCA aHTUTINAMM [0 30BCIM iHLIMX MOIEKY/, XOUa 3araloM reHepyroTb CyMipHUiA GeHoTun
po3naay. ABTOaHTUTINA A0 iHWKMX BiNKiB CUTyaTMBHO onMcaHi B naujieHTis i3 MC/1l. B aekinbkox
[OCNIAKEHHAX MOBILOMAAETLCA MPO BUABMEHHA aHTUTIN A0 CMHANTOTAarMiHy — 6isIka CUHANTUYHUX
BE3UKY/, AKMI YaCT- KOBO B3aEMOJIE i3 CUHANTUYHO NOBEPXHEI MPU EK30LUTO3i, MPUYOMY fK Y
M3KK-cepono3untmsHmx, Tak i NM3KK-cepoHeratnsHux nayjieHTis. Takamori et al. 3ayBaxuau, wo 8
OEeAKUX LWLYpPiB, aKTUBHO iMYyHI30Ba- HMX KOPOTKMMM NenTUAamM, NOXIGHUMM Bif, CUHANTOTarMiHy,
BMABNAOTLCA enekTpodisionoriyHi 3miHu,
611M3bKi 40 TUX, L0 BUABNAKOTLCA Y NauieHTis i3 MC/I.
MyckapuHosi xoniHepriuHi peuentop m1 (AChRm1) BUABAAIOTLCA B HEMPO-M'A30BUX CUHAMCaXx, Ae
MO- Ay/IOKTb XONHEPTriYHY HEVPOTPAHCMICItO. 3aCTOCOBYHOUM BECTEPH-OI0TUHT, aHTUTINA A0 HUX 6yan
BuagneHi B 14 i3 20 NM3KK-no3utneHmx nauieHTie 1a 5 i3 5 N3KK-HeratsHmx 3 MC/1I, a TakoxK y 7 i3 23
nauieHTiB i3 M.
AHTUTING po SOX1 BuaABneHi y 65% oci6 i3 AKP/-acouinoBaHnm MC/I Ta 22-23% XBOpWX Ha
OKP/1 (i3 aHTM-Hu-cuHapomom Ta 6e3 Hboro), ane anwe B 5% nauienTis i3 HN-MC/II. Binok SOX1 €
€/1eMEHTOM BMCOKOMOBINIbHOT rpynu NpoTeiHiB i3 HaAPOAMHM TPAHCKPUNLIMHMX GAKTOPIB PO3BUTKY;
MMoBIpHO, BiH 3anobirae gudepeHuiauii HEeMPOHaNbHUX KAITUH-NONepeaHUKiB. B Hopmi BiH
iHAKTUBYETbCA Bigpa3y MicNA HAPOANKEHHSA, ane NOro BUABAAIOTb Y AEAKUX TUNAX NYXJAUHHUX KNITUH.
3a/MWaETbCA HeBIZOMMM, YoMy binblie nauieHTis i3 AKP/l-acouiioBaHum MCJ1l matoTb aHTMTING A0
SOX1 nopiBHAHO i3 aHTU-Hu- cuHgpomom abo isonboBaHMm [KP/1, xouya Le moXKe BKasyBaTU Ha
reHEeTUYHY CXWUbHICTb. AHTUTINA HUD noB’a3aHi i3 aHTu-Hu cunapomom i AKP/1, BoHKM HaaBHiI B 30%
oci6 i3 JKP/l-acoujioBaHnm MCJ1l, ane He MatloTb 4OAATKOBOI A4iarHOCTUYHOI LiHHOCTI MOPIBHAHO 3
aHTUTINamMu go SOX1.
Hemae f0CTaTHIX AOKa3iB LWOA0 NAaTOreHHOCTi 3ragaHnX aHTUTIA, Xo4a AesKi 3 HUX MOXYTb ByTn
[OpPeYHi ANA BUABNEHHA NEBHUX TUNIB NyXAUH. PeneBaHTHICTb aHTUTIN, BMABNEHUX 3 4OMOMOrOH0
TBEep- [00pa3HOro iMyHobepMeHTHOro aHanisy i BecTepH-BA0TUHTY, 3a/MWAETLCA He3’ACOBAHOM0.

12.5. MPOrHO3yBAHHS i CKPUHIHT

CKpuHiHT 3 npusoay OKP/T ay:Ke Bax/MBUIA, OCKINbKW BiH BM/AMBAE Ha NiKyBaHHA i MPOrHo3
xBopux Ha MC/Il. MaujieHT 3 BapiaHTOM OCTAHHbLOTO, aCOLMOBAaHWMM i3 pakom JiereHb, 6inblu
MMOBIPHO MaTUMyTb obmeskeHy Gopmy OHKompouecy nopisHAHO i3 OKP/1 6e3 MC/I (65% Ha
npotusary 39%), iMoBipHO,

BHACNIAOK PaHHbOrO BUABAEHHA. KAiHIYHI CMMNTOMM LbOrO HEWpPO-M'A30BOTO PO3aagy MaiKe
3aBXAM HaABHI nepep, aetekuieto [AKPJ/I, xoya 4acto BOHM nerki ¥ HecneuudivHi. [iarHos
OCTaHHbOTO Nepeaye po3nisHasaHHo MC/1l nvwe B 6% BUNaaKis.

Y 6inbwocTi xBopux aiarHo3 MC/Il CNOHYKae nikapa LWyKaTM paKk NereHb, OCKiNbKM nuwe AeskKi
nawi- €HTW 3 MPE3EHTYUYUMMN HEBPOJIOTIHHUMM NPOABAMMW MATUMYTb JIEr€HEBI CUMNTOMM, Ta M BOHU
3a3BMYal nepeBaxHO byayTb cnabosupakeHi. Mpu ckpuHiHry OKP/T BuasnaoTb y 91% nauieHTis
yepes 3 micaui i B 96% yepes 1 pik nicna BctaHoBneHHA ajarHozy MC/IL. Yci xBopi, B AKX ua popma
paKy BuABNANACA B
iHTepBani 6inbL HiXK 2 PoKM nicna KoHcTaTayii MC/Il, 3a3HaBann HeAKICHOTO CKPUHIHTY
(peHTreHorpadia opraHis rpyaHol KNiTkKM, KT HM3bKOT AKOCTI abo /inLle OAUHUYHWUIA CKPUHIHT). BaraTo
daKTopis BNANBAOTb
Ha PW3MK BUMHUKHEHHA [AKPJ/1 cepepn nauieHTiB i3 UMM MiacTEHOMNOAIGHMM CTaHOM — MOXWUUM BIK,
40/I0BiYa CTaTb, 3HUKEHHA MacCK TiNa, KypiHHA B aHaMmHe3i. LLIBUAKMIA PO3BUTOK KAIHIYHUX CUMMNTOMIB
MC/I nicna iX BWHUMKHEHHA TaKOXK MEPEBAXKHO XapaKTEPHWM ANA MOro BapiaHTa, NoB’A3aHoOro 3
[OKP/1. B ceponoriyHomy
acnekTi niasuweHa LLIOE, 3miHeHa fekorpama i HasiBHiCTb aHTUTIN g0 SOX1 € mapkepamm
OHKOFeHHOro
MCJI, a HLA-B8 i HLA-DR3 tunosi gns HM-MC/Il. Pazom 3 TUM HaABHICTb aHTUTIA 4o SOX1 B umx
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Normal

Mae cneumdiyHictb 95%, npoTte YyTAnBICTb — AunLe 65%. 3anPONOHOBaHMI NPEANKTUBHUIA aATOPUTM
ona AKPN-acouiioBaHoro MC/1l 3 ypaxyBaHHAM HaaBHOCTI KypiHHA Ta HLA-B8 mae A0bpy YyTAUBICTb i
cneumoiuHicTb (83% i 86% BianoBiAHO), NpOTe BiH HE NPUAATHUIA A/1A KOHTPONbHOTO CKPUHIHTY. Tomy
6yN0  34IMCHEHO MyNbTUBAPIaHTHMIA aHasi3 KOropTW roAnaHACbKMX nauieHTie (noHag 100 ocib),
NPOTHOCTUYHI  MOKa3HWKM AKMX By/iM anpoboBaHi M EeKCTParnonboBaHi TAaKOX Ha aHANOFIYHy rpyny
6puTaHCcbKkMX naujieHTiB i3 MC/Il. WKana DELTA-P, BMAO3MiHEHA HA OCHOBI LbOrO AOCAIAMKEHHS,
BMABMNACA MPOCTOID, YYTAMBOWO, CheuMdiuHOIO i Nerkolo B 3actocyBaHHi. MmosipHicTe AKP/ npu
AjarHoctyBaHHi MC/1l BUSHauMTV peanbHo, i BOHa KoauBaeTbea Big 0,2—6% (0—1 6an wkanu DELTA-P)
00 83,9-100% (3—6 6anis) (puc. 10).
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12.6. Nik yBaHHS

Mepwrm BMOGOPOM ANS CMMNTOMATMYHOMO /liKyBaHHA nauieHTiB i3 MC/Il € 3,4-giamiHonipnamnH.
Y3a- rasibHeHWI TepaneBTUYHWUI aNroOPUTM NPW LLbOMY CTaHOBI 3FiAHO 3 CYYaCHUMM AMPEKTUBAMM
npeacTaBneHo  Ha puc. 12. B ocTaHHbOMY KOXpaHiBCbKOMY Ornisai onyb/ikoBaHO pe3ynbTaTv 4BOX
pPaHAOMI30BaHMUX KOHTP- OJIbOBaHUX AOC/IAXKEHb, KOTPi 3arasom BKAto4anu 54 xBopux. Y BCiX HUX
NoBiZOMAANOCA MPO MNoAINWeHHA 6aniB M’A30BOI CUN, MIOMETPUYHUX BUMIPIB KiHLIBKM 11 aMnniTyam
CMNJA, nicna nikyBaHHA. 3aranom 3,4-aia- MiHONipUAMH NepeHoCUTLCA A06pe, HalYacTiWMMM NoBIYHUMM
edeKkTamu ByaM MOKONOBAHHA HABKOIO poTa i NapecTesii nanbLis, iIHKOIM — AWUCNencuYHi GeHOMEHM.
HalinowmpeHiwmMm ceprio3HMM YCKNQAHEHHAM Bif, npenapaTty € CYAOMHI Hamaau — X pUsKK
[0303aNEXKHUIA | 3pOCTaE Npu AocArHeHHi gobosoi go3m 100 mr. B niTepaTypi onvcaHo BUMagoK
HaLWYHOUYKOBOI TaxikapAii npu ATPOreHHiln iHTOKCKKaLii meavkameHTom (go3a 360 mr) Ta iHpapKT
MiOKapAa 3 NeTaNbHUM HACNiAKOM Yepes KilbKa TUMKHIB NiCAA MOYATKy NiKyBaHHA, OAHAK MPUYUHHO-
HaCNigKOBUIA 3B'A30K TYT 3a/MILAETLCA He3po3yminum. MogossKeHHA Komnnekcy QT Ha EKM  vacto
3ragytoTb AK MOXAMBUIA NOBIYHUIA MeaMKAMEHTO3HMI edeKT, Xxo4a 3a AaHUMM OLHOrO AOCANIAMKEHHSA
BOHO BuABAANOCA nvwe B 1 i3 27 naujeHTiB. PaHiwe BBaxanoca, wo 3,4-giamiHONIpUAMH A€ WAAXOM
ONOKY- BaHHA MOTEHLia/-3a/IeXKHUX KaMiEBUX KaHa/iB, NMPOJIOHTYOYM MOTEHUjan Aji Ha TepmiHansax
pyxoBux HepBiB i 4ac BigkpuBaHHA M3KK. MNpoTe ocTaHHi pe3ynbTaTy AaloTb NiACTAaBM AyMaTH, LLO
aMiHOMIPUAMHM MOXKYTb TaKOX MOTEHLi0BAaTU HEPO-M’A30BY Nepedady, besnocepeaHbo Aitoum Ha B-
nigoanHunuto M3KK. TyaHiguH i nNipuAOCTUrMiH TakoXK 3acTocoByBanucA B nikyBaHHi MCJ/l 3a
BigcyTHOCTI 3,4-giamiHonipnauHy. Li cnonykn BMBYaAM B HEBENMKWUX BIOKPUTUX, afie He KAIHIYHMX
LoCnigyKeHHAX. [leAki xBopi Big3HAYaAlOTb MOAINWEHHA Bif, [AOMNOBHEHHA MiPUAOCTUIMIHY Ao 3,4-
OiamiHonipuavHy. HeBenvke nepexpecHe [AOCANIAMKEHHA BHYTPILUHbO-  BEHHOTO  3acTOCyBaHHA
nipUAOCTUrMiHY He 3aCBifYMIO LO0AATKOBMX NepeBar Bif, LibOro areHTa.

Tarfo: nn 1,01 Bep, Q@ eHo |

34-,1JAn B ,Qo60BiV ,Qo3i 10-20
Ha 2-4 np1VoM1/,QeHb
+ Hi Kp1HiHr 3 np1Bo,Qy nyxn1H1 (,QfB. plc. 4)
| ni,Qo3pa Ha ,lJKPn |—>
TaK I
a Hi
y 4
}IJKPn HaHBH1V | ryxana Bi,QcyTHH |

riKyBaHHH nyxnlH1 |

v
|PeMiciH | rerKa cnabicTb |

Y Y

3MeHweHHH ,Q031| Mpo,QoB@1T1 np1VoM 3,4-,lJA;
llo,@65 Bin@itiBlacB4MIBN{o4aT1 3,0031 30 Mr 3 pa31/,
60 Mr 6 pa3iB/,QeHb)

erKe/xpoHi4He nopyweHH |B1pa0eHe/roche nopyweHHH

p=4

n WBB[ﬁ?ﬁgﬂ%ﬁﬂ‘é@\*{Ukﬁ?ﬁHH + npe,QHi3onoH i a3aTionplH abo nna3Macpepe3 4

PucyHok 12. Cxema AikyBaHHS MCAL. MCAl — miacTeHiyHui cuiapom AambepTa-IToHa;
3,4-DAP — 3,4-AiamiHonipuanH; AKPA — APIGHOKAITUHHUI PAK A€TreHb.
Axepenro — Titulaer MJ, Lang B, Verschuuren JJ. Lambert-Eaton myasthenic syndrome:
from clinical characteristics to therapeutic strategies. Lancet Neurol. 2011 Dec;10(12):1098-
107.
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AKWo 3,4-giamiHonipnanH 33408

He noTpibHe. AKLLO ¥ CUMNTOMATHK:
npea- Hi30/10HY 1 a3aTionpw
pPeTpOCNeKTUBHOMY AOCAIAMKEHHI,
KOMBIHOBAHOrO /likyBaHHA M
HanpuKAag umMcnnaTuH i etonosua,. A
nicna 3aCcToCcyBaHHA NpeaHi30J
NiKyBaHHA npoTunokasaHe npu AKPJ1-
noBiZOMUAN NPO AOCTOBIPHE NOA
JIOA,CbKOTO iMyHOrN06YNiIHY BHYTP
NaLEHTIB 3 TAXKKOK M’'130B0OH0
BiNbLUICTb TAKUX XBOPUX P
npeAHi30/I0HOM Ta a3aTiONPUHOM fK |
nnasmadepesy abo [404aTKOBUX iMyHOCYN

12.7. ManbyTHI HANpAMKM

Ontumizauia ckpuHinry npu MC/I
NiKyBaH- HA 3 0BMeXeHUMMU NOBIYHUMMK
Hanpuknag CyAOMHI HamagW, € [030:
npenapaty. MoxnuBe MNOAINWEHHA B T
MorKe ByTW AOCArHyTe Npu  3acTocyBaH
AiamiHOMipMAMHY 3 NiPMAOCTUT- MIHOM.
BEJIMKUX KNIHIYHUX JOCNIAXKEHD.

Xoua KniHiyHe po3nizHaBaHHA MCJ]
He- pagionoriyHmx nigxogis. Pagioim
M3KK, matoTb  406py YyTaMBicTb (85-90
pPafioaKTMBHMX  eniToniB, a HagiiHi
NabopaTopHOro NpaLiBHMKA.

IcHye Ayxe 6arato 3anuTaHb L
KaHanona- Tii. Cnig NnpoACHUTM TUNoOA
cepoHeratuBHoto  dpopmoto MC/I, s
He3po3yminoto ponb aHTUTIA A0 M3KE
[ereHepaL,ielo MO304Ka.

XBopi 3 AKP/1-acoujioBaHnm MC/I
OHKOXBOPMMW 6€3 HEeBPONOTIYHUX AUC
M3KK. KniHiyHa 3HaYyLWiCTb TaKMX aHT
MOXHa CKasaTM Mpo noAinweHe Bl
daKkTOopamu uym npeacTaBnse bGinbw OyH,

AK i 3 BaraTbma iHWWMMKM aBTOIM
dakTOopM 3anyckawTb iHidiauito MC/I.

npe,QHi3onoHiaiM}6HHﬁ peakuia  NpoTU aHTUTeHHUX

YTBOPEHHA aBTOAHTUTIN, @ OCTaHHI nep
CNPUYMHAIOTL HEBPOJIOTIYHMI  aedeKT.
peakuii He BU3HauyeHui. YiTKi giarHoc-
CTaHy pobnatb MC/l igeanbHMM Kal
MeXaHi3MiB, TaK i iIMyHONOTii paKy.
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AOAATOK 1

MYASTHENIA GRAVIS

AMERICAN ACADEMY OF FOUNDATION OF AMERICA, INC.

NEUROLOGY

AMEPUKAHCbKI AUPEKTUBU LLOAO AIK YBAHHS MIACTEHII (2016 p.)
Po3po6AEHi MXXHOPOAHOIO Fpynotlo eKCnepTiB nia eriaoio MiacTeHidHoi acouiauii CLUA

(MGFA) Ta ony6AiKoBaHi 30 cnpuAHHA AMEPUKAHCHKOI aKaAeMii HeBpoAorii (CkopoYeHui
BMKAQA)

1.BcTtyn
HabyTa miacTeHia — po3nag Heilpo-m’'a30B0i Nepeaaui, WO PO3BMBAETLCA BHAC/TIAOK B3aeMOA,i

aBTOAHTUTIN i3 KOMMOHEHTaMM Helipo-m’Aa30Boro cuHanca — AChR. Ii yactota KonmsaeTbca B
pianasoHi 0,3-2,8 BunagKy Ha 100 TUC. HAaceneHHs; 3rif4HO 3 OLiHKAMM, KiNbKiCTb TaKMX MaLi€HTIB
rnobanbHo nepe- Buuye noHag 700 Tuc. ocib.

Bce Wwuple 3acTocyBaHHA iMYHOMOAY/IOKOUMX AreHTiB CTafo BaXKNMBUM GaKTOPOM, KOTpui

OCTaH- HiMW pOKamu MOAINWMB MNPOrHO3 MiacTeHii. Pi3Hi TepaneBTUYHI Nigxoaun cnig 3Ba*kysaTu B
KOHTEKCTi iHAMBIAYaNbHUX YMHHUKIB NALiEHTIB.
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2. CUMNTOMATUYHE TA IMYHOCYNPECUBHE AIKYBAHHSI MiACTEHIl

Mipugocturmii  mae 6yt  enemeHTOM iHiLjanbHOro NiKyBaHHA 6iNbWOCTi NaujieHTiB i3

MiacTeHielo. Moro 031 ONTUMI3OBYIOTbCA 3TiAHO 3 BMPAMKEHICTIO cUMATOMIB. MOMAMBICTL

BiAMiHM LbOro npe- napaTty € iHAMKATOPOM TOrO, WO B XBOPOro AOCATHYTO TepaneBTUYHUX

Lifen i MOXKHa NOCTYMOBO 3MEHLIYBATU iIHTEHCUBHICTb iHWWX MeToAiB JlikyBaHHA. CTepoigHa

abo imyHocynpecrBHa Tepanis Ma€e 3aCTOCOBYBATUCA Y BCiX BMMaZKax MiacTeHii, B KOTpUX He

OOCATHYTO TePaneBTUYHUX LisIel NicnA afleKBAaTHOTrO BMMNPOOYBAHHA MipUAOCTUTMIHY.

MoHoTepanito HecTepoiAHUM IMYHOCYNPECOPOM CAif, NPU3HAYATKU, KOJIM KOPTUKOCTEPOIAW Npo-

TMNOKasaHi abo HebaykaHi. HecTepoigHuii iMyHOCYNPeCcopHUIA areHT cnoYaTKy 3acTOCOBYIOTH 3

KOPTUKOCTEPOiAaMM, AKWO PUSUK  CTepoia- IH,Cl,yKOBaHVIX nobiyHmMx edekTiB  BUCOKUN,

IPYHTYIOUMCh Ha HaABHOCTI KOMOPBIAHMX CTaHiB. Moro 4,04aloTb A0 FIIOKOKOPTUKOIAB, KOMK:

a. Po3BuBatoTbCA NOBIYHI CTepoiaHi edeKT, KOTpi NiKytoUMiA NiKkap BBaXKAE CEPMO3HUMU;

b. Peakujs Ha ageKkBaTHi 03K KOPTMKOCTEPOIAiB HEBIANOBIAHA;

c.  [lo3v KOPTMKOCTEPOifiB 3MEHLINUTM HEMOXKINBO Yepes peLnims CUMNTOMIB.

HectepoigHi imyHOCynpecopu, KOTPi MOXKHA 3aCTOCOBYBATM MPW MiacTeHii, — a3aTionpuH, uu-

KNOCMOPUH, MikodeHonat modetusn, meToTpekcat i Takposimyc. Mpu BMOOPI KOHKPETHOro

areHTa HeobxiaHO H6paTh [0 yBarv Taki YNHHUKMK:

a. HasBHi 3HayHi Bapiauii w040 BUOOPY KOHKPETHOTO MeAMKAMEHTY LbOro KNacy, OCKiJIbKM B
nitepatypi mano iHpopmaLii npo ix NOpiBHAHHSA;

b. EKcnepTHi KOHCEHCYCHi BMCHOBKM i OOKa3n AeAKUX PaHAOMI30BAaHUX KOHTPO/bOBAHMX
[ocnigKeHb NiATPMMYIOTb 3aCTOCYBaHHA a3aTiONPUHY AK NpenapaTty nepworo pagy npwu
MiacTeHii;

c. Jokasn paHOOMI30BaHMX KOHTPONbOBAHUX AOCAIAMEHb NIATPUMYIOTb MNPU3HAYEHHA
LUMKNOC- MNOPWMHY MpW MiacTeHii, ane nOTeHUiNHi cepio3Hi nobiuHi edekTn Ta
MiKMeONKaMEHTO3Hi B3a- €EMOA,ii 06MeKyHoTb MOro 3acTOCyBaHHS;

d. Xoya [OCTynHi paHAOMI30BaHi  KOHTPO/MbOBAHI  AOCAIAXEHHSA He  NiATPUMYHOTb
3aCTOCYBaHHA MiKOodeHonaTy i TaKponimycy Mpu MmiacTeHii, obuaBa areHTU LWKPOKO
NPU3HAYAKOTbCA | BKIIO- YeHi B AeAKi HALIOHaNbHI AVPEKTUBM 3 IIKYBAHHA MiacTeHii.

Miactenis. Miapy4HVK 419 CTYAGHTIB MEAMIHOTO GaKy/bTeT
NiKapis  iHTepHiB-HEBPOAOriB, HeBponoris, Aikapie CiMeiHol |

v

He-

XBopux 3 pedpaKkTepHO MiacTeHie

CTaTHIM O0CBIZOM NiKyBaHHA LbOro

pedpaKTepHilt MiacTeHii MOXNMBI TaK

a. MocTiiHi BHYTPiWHbOBEHHI BBEA

b. Uuknodpocdamia;

c. PutykcMmab, foKasm Ha Kopuc
KOHCEHCYCY e He AO0CATHYTO.

[103yBaHHA i TPMBANICTb NiKyBaHHA iN

a. fKWO Yy XBOPOro AOCATHYTO
nocTynoso 3Hu3UTU. B 6Hara
rIIOKOKOPTUKOIAIB MOXe cnpu:

b. [na HecTepoigHWX imyHOCynpe
npoTArom 6 micAuis — 2 POk
edek- TMBHOI. Ii onTuMmisauio ¢

C. 3HWMXKEHHA J03M iMyHocynpecc
NOBTOPHOrO ii HapoweHHA. P
WBUA- KOFO 3HUXKEHHA 403K;

d. 3asBuyaii npuiiom imyHocynpece

Cnif NpoBOAUTM MOHITOPUHT XBOPY
3aCTOCyBaHHA iMyHocynpecopis. |
CcuUTyali- AX, KOAW 3rafgaHi yckn
TPYAHOLL NALiEHTY.

3. IMyHOrAOGYAIH BHYTPiLLHbOBEH

IMyHOTI06YNiH ~ BHYTPiLWHbOBEHHC
KOPOTKOTEPMIHO-  BOrO /liKyBaHF
HepocTaTHiCTb abo pgucdaria); B
BUpaxeHomy  bynbbapHomy  C
KOMIMIHWIWANAXWAIKYBAaHHAHES,0CTATHL
npodinakTMkm abo MiHimizaLii 3arocT
Bubip mixk nnazmadepesom Ta npu:
iHaMBigyanbHMMKU dakTopamu 3 6
npu cencuci, a imyHornobyniH — n
Mpw TAXKKIM reHepanisoBaHin Gopn
IMOBIpHO, OAHaKOBA.

EpeKTMBHICTb iMyHOrN06YNIHY MEHLW
Mnamadpepes moxe Byt ePeKTUBHILL
3acTtocyBaHHA iMyHOrN06yniHYy At
pedpakTep- How GOPMOIO 3axXE
NPU3HAYEHHA IMYHOCY- MPEecopHUX

4. 3arpo3AuBuit 60 PO3ropHYT!
3arpo3iMBuin abo po3ropHyTUIA Mac
BiAKMAAHOrO, TaK i NiATPMMYIOYOrO i
Xoya XONiHepriyHu Kpu3 HUHI €

MeOMKa- MEHTIB He MoKe ByTu MoBHi
TakoX Ui NiKM NO- CUAOKTb CAM30B
noripwysaTv GYHKLIT AUXaHHA.
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OCHOBOIO NiKyBaHHA MmiacTeHiYHOro Kpu3y € nnasmadepes Ta iHdy3ii imyHOrN06YNIHY.
3arpo3nmeuii Kpus noTpebye rocnitanisauii i peTeNbHOro cnocTepeXkeHHs 3a AUXaNbHUMM i
bynb- 6apHMMM GYHKLiISMU, NPU NPOrpecyBaHHi — nepeBefeHHA Y BiA4iNIeHHA iHTEHCUMBHOT
Tepanii.

MiacreHia. Mliapy4HK ANA CTyAEHTIB MEAMIHOTO GaKybTeT
nikapiB  iHTEPHIB-HEBPOAOTB, HEBPONONiB, Nikapis CiMEITHON |
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Mnasmadepes Ta iMyHOrNo6yNiH BUKOPUCTOBYIOTLCA A/1A KOPOTKOTEPMIHOBOTO NiKYBaHHA 3a-
rPO3/MBOrO i PO3rOPHYTOrO MiaCTEHIYHOTO KPU3Yy Ta Y XBOPUX 3 BUPANKEHUMMN AUXANbHUMMU Ta
6ynbbapHuMM posnagamu. [NA [JOCATHEHHA CTaforo TepaneBTUYHOro edekTy OAHOYACHO
TAaKOX MOYMHAIOTb 3aCTOCYBaTM KOPTMKOCTEPOiAM Ta iHWI imyHocynpecopu. (OcKinbku
TIIOKOKOPTUKOIAM  MOXKYTb CMPUYMHATA CKOPOMMHYLLE MoripeHHA M'A30BOi cnabkocTi, To
6arKaHO NoYyeKkaTM KifbKa [HIB MiXK 3aCTOCyBaHHAM iMyHOrn106yniHiB yM nnasmadepesom Ta
iHiujauieto cTepoigoTepanii).

Xoua KNiHiYHi JocniasKeHHs cBigyath, WO iMyHornobynid i nnasamadepes oAHAKOBO edeKTUBHI
npu MmiaCTeHIYHOMY KpW3i, APYrUiA 3 HUX, 3TiAHO 3 eKCNEePTHUMU BUCHOBKaMM, eDEKTUBHILLIUN i
NoYMHae AiaTv weuawe. Bubip mMixk HUMKM 3anexkuTb Big, KomopbigHocTel (nnasmadepes He
3aCTOCOBYIOTb MPU CEncuci, a iMyHOrn06yNiH NPOTMNOKA3aHUIM NpW CTaHax rinepkoarynayii,
HUPKOBIM HeJo- CTAaTHOCTI Ta aneprivHMx peakuiax) Ta iHWMX YWHHUKIB, BKIOYAOYM
OOCTYNHICTb. MpKU NPUAHATTI pileHHA Woa0 BUBOPY KOHKPETHOro MeToAy cAig nam’aTatv npo
BULLMIA PUSUK FreMOAMHAMIYHUX YCKNAAHEHb, @ TaKOXK TeXHIYHMX YCKNAZAHEHb, WO CTOCYOTbCA
BEHO3HOro A0CTyny npu nnasmade- pesi (6arato ycknafHeHb OCTaHHbOrO MOB'A3aHI 3
CYAMHHUMM YMHHUKAMKM i MOXKYIOTb MiHIManisyBa- TWUCA MPU 3acTOCyBaHHi nepudepnyHoro
[OCTYNy Ha NPOTMBAry LeHTPasibHOMY BEHO3HOMY).

5. TumekTOMIs

Mpy MiacTeHii 6€3 TUMOMM TUMEKTOMIA BUKOHYETbCA Ha BMOIP 3 METOl MOTeHLiHOro
YHUKHEeHHA abo MiHimi3auii TpuBanocTi 1 A03yBaHHA iMyHOTepanii abo AKLWO NauieHTU He
BiATYKHYNMCA Ha iHiUjanbHy iMyHOTepanito YM maloTb HernepeHocumi MobidHi edekTn Big, Ti
3aCTOCyBaHHA. Yepe3 TpuBany 3aTpuMm- Ky B AOCATHEHHI TepaneBTUYHOro edeKTy Big Uiel
npoLeaypu Npu miacteHii BoHa € BUBipKoBoito. Ii HeobXifHO BUKOHYBaTK B CTabiNbHOTO XBOPOTO,
AKUI 3MOXKe NepeHecTu nicnsonepauinHmMi nepion, Koau nicasonepauiiHuie 6inb Ta mexaHiyHi
$aKTOpPU MOXKYTb 06MEXKYBATU QYHKL,iHO AUXAHHSA.

LLiHHICTb TMMEKTOMIi B NiKyBaHHi MiaCTeHIYHMX NaLieHTIB y npenybepTaTHOMYy nepioAi
3a/IMWAETLCA HEe3pOo3yMminoto, ane ii HeobXigHO Po3rnsgaTH B AiTei 3 reHepanisoBaHow Gopmoto
AChR+ miacTeHii:

a. AKLWO peakuia Ha NipUAOCTUIMIH Ta iIMyHOCYNpecuBHY Tepanito He3aA0BiNbHa;

b.  [na yHUKHEHHA NOTEHLiAHMX YCKNa4HeHb iMyHOCYnpecuBHOI Tepanii.

Y piteit 3 nigTBEpAKEHUM AjiarHO30M CepOoHeraTMBHOI reHepasni3oBaHoi miacTeHii HeobxigHo

pO3- NA4ATM MOMKIMBICTb BPOAMKEHOIO MiacTEHIYHOro cMHApomy abo iHWOro Henpo-m’s30BOro
3aXBOpIO- BaHHA. [lepes po3riA4OM  MOXAMBOCTI TMMEKTOMII B LMX MNauieHTiB NoTpibHa
KOHCY/NbTaLifa B yMOBaxX K/iHIYHOrO LEHTPY, WO CMeLiani3yeTbCca Ha Hepo-m’A30BMX NaTOOTIAX.

3.
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3a pigKICHUMM BMHATKaMM, BCIM XBOPUM i3 MiacTeHi€l0 Ha GOHi TMMOMM OCTaHHIO CAif, XipypriuHO
BMAANA- TW. TMUMEKTOMIA He 3aBXAW CNPUUYMHAE MOMIMNLWIEHHA CTaHy TakuxX nauieHTiB. Pasom 3
MYXNNHOK HEOBXi4HO MOBHICTIO BMOANATM BCHO TKAHWHY TMMyca. Mogasnblue NiKyBaHHA TMMOMM
BM3HAYaeTbCA 11 MO3ULLED B TiCTONOriYHIN Knacudikalii i ctyneHem XipypriyHoro BuaaneHHs. He
MOBHICTIO BMAANEHI TUMOMM B MicnA- onepauitHOMy nepiofi BMMAralTb MiXAWCUMNAIHAPHOTO
niaxody (npomeHesa Tepanis, ximiotepanis).

Y nauieHTiB NOXMIOro BiKy 3 TMMOMOIO abo XBopux 3 BaraTbma KOMOP6igHMMM po3nasamu y
BiANO- BigHMX KAIHIYHMX YyMOBAX PO3rNA4AOTb MOMIMBICTb 3aCTOCYBaHHA ManiaTUBHOI
npomeHeBoi Tepa- nii. ApibHi TUMOMM He NOTPebyOTb NiKyBaHHSA, 32 BUHATKOM CUTYyaLili, KON
BOHMW 36i/bLUYOTbCA B pO3Mipax abo CTaloTb CUMNTOMHUMMU.

EHAOCKONIYHI Ta poboTOXipypriyHi BapiaHTM TUMEKTOMIi 3acTOCOBYHOTbCA BCe LMpLUe, iX
6e3neyHo  BMKOHYIOTb Y KAiHIYHMX UeHTpax 3 6aratum gocsBigom. [aHi paHAomi30BaHMX
KOHTPO/IbOBAHUX MOPIBHANBHUX AOCAIAXEHb HeAOCTYyNHi. Pe3ynbTatm nepexpecHnx NopiBHAHb
CBigYaTh, WO HM3bKO- iHBA3WBHI BUAM TUMEKTOMIi, IMOBIpHO, MatoTb TaKi cami pe3ynbTatu, Ak i
6inbl arpecuBHi nigxoau.

TUMEKTOMIO PO3rAAAaloTb Y MALIEHTIB 3 reHepanisoBaHoto ¢popmoto miacTeHii 6e3 HaaBHOCTI

MiacreHia. Mliapy4HK ANA CTyAEHTIB MEAMIHOTO GaKybTeT
nikapiB  iHTEPHIB-HEBPOAOTB, HEBPONONiB, Nikapis CiMEITHON |

AHTUALLETUAXONIHOBUX AHTUTIN, AKI
Tepanito, abo 3 MeTOK YHUKHEHHS
AK- TyanbHi AOKa3n He NigTPUMYH
apriHy.
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6. OBEHIABHO MiaCTeHIs

LiTv 3 HabyTolo aBTOIMYHHO OYHOK GOPMOID MiacTeHii, NOPIBHAHO 3 AOPOCAMMM, MAlOTb
6inbly  MMOBIPHICTb AOCATHYTU CMOHTAHHOI pemicii. OTKe, AiTAM AuwWe 3  OYHUMMU
CMMNTOMaMW  3aXBOPIOBAH-  HA  CMOYaTKy Mpu3Ha4yaloTb NipuaocTUrmiH. [Mpu  1ioro
HeedeKTUBHOCTI iHILIHETbCA IMyHOTEpanis.

LiTM matoTb 0COB/MBUI PU3BUK CTEPOIAHMX MNOBIYHUX edeKTiB, BK/IOYAKOUYM CMOBIIbHEHHSA
poCTy, moraHy MiHepani3auito KiCTOK i migBuLLeHy YyTAuBICTb A0 iHEKLUi (OCTaHHE — TaKOX
YacTKOBO BHACNIAOK BiATEPMiHYBaHHA BaKuuHauii). Mpu HeobxigHOCTI A0BroTepMiHOBOro
3aCTOCYBAHHA KOPTMKOCTEPOIAiB HEOOXiAHO NPU3HaYaTU MiHIManbHi edeKTUBHI 403,

Mpu t0BEHINbHIV MiacTeHii nigTpumytodi n1asmadepes Ta BHYTPILLHbOBEHHE BBEAEHHSA iMyHOrn1006y-
NiHYy € anbTepHaTMBaMM iIMyHOCYNpPeCcKBHi Tepanii.

7. MuSK+ miacTeHis

baraTo nauieHTiB i3 MuSK+ miacTeHi€lo noraHo pearyoTb Ha aHTUXOliHecTepasHi npenapaTty, a
KOH- BEHLUMHI 403M NiPUAOCTUTMIHY YaCTO CNPUUYMNHALIOTL NOBGIYHI edeKkTu.

Taki xBOpi p[obpe BIArYKYyHOTbCA Ha  KOPTUMKOCTepoiaM Ta 6arato  HecTepoigHux
imyHocynpecopiB. BOHW nepeBakHO NPUIIMaOTb NPeAHiI30/10H, He3BaXKalouM Ha OfHoYacHe
3aCTOCYBAHHA CTepoia3- bepiraloumx areHTiB.

MuSK+ miacTeHia nobpe Biarykyetbca Ha nnasmadepes, HaTOMicTb iHOY3ii iMyHOrnobyniHy €
MeHW eQpeKTUBHI.

PuTyKCMMab cnig, po3rnsgatM AK  paHHiM  TepaneBTMYHMIA BWMBIp Yy TUX XBOPUX, SKi
He3aJ0BINIbHO pearyloTb Ha iHiLianbHy imyHOTepanito.

8. MiacTeHis npu BariTHOCTi

Mpwn miacTeHii N1aHyBaTK BariTHICTb HeObXiAHO 3a3aanerigb, Wo6 MaTU AOCTAaTHLO Yacy Ans
ONTU- Mi3ayii MiaCTeHIYHOrO KNIHIYHOro CTAaTyCy i 3MEHLUIEeHHA PU3UKIB ANA Naoaa.

MocTiltHa miXkaucuMNAiHapPHA KOMYHIKaLLA MiX 3a/y4eHUMU creljanicTamMy NoBUMHHA TPUMBATK NPo-
TArOM BariTHOCTI, Nig Yac NOAOriB i B NiCNANO/A0roBoMy nepioai.

AKWO MiacTeHis fobpe KOHTPOJIETLCA A0 BariTHOCTI, BiNblIiCTb XKIHOK MOXKHa 3acnoKoiTK
wozao nepebiry BariTHOCTI. MoripweHHA AKLLO M BUHMKHE, TO Lie CTaHeTbCA B Nepiog, nepLmx
KiIbKOX MicALiB MiCNA HaPOAXKEHHA AUTUHM.

MipngoctTMrmiH - nepopanbHO €  NiKYBaHHAM Neplioro  pagy MNpPOTArOmM  BariTHOCTI.
BHYTpilUHbOBEHHE  3aCTOCYBaHHA aHTUXONIHECTEPa3HUX MpenapaTiB MoXKe CTUMYIBATH
CKOPOYEHHA MATKM i NPOTU- NOKa3aHe BariTHUM XiHKam.

TUMEKTOMIIO BUKOHYIOTb JINLIE MICAA BaAriTHOCTI, OCKiNIbKM NMPOTATOM OCTaHHbOI LA onepawis
He 3acBifuuUTb CBOIX NepeBsar.

HekoHTpacTHa KT rpygHoi KAiTKM 6e3neYyHO BMKOHYETbCA MNPW BAriTHOCTI, XO4 i He chig,
3abyBaTM nNpo pagialiliHi pU3MKKM s nNaoga. 3a BUHATKOM KpalHiX MokasaHb, i Bce-Taku
cnig BiATEpMiHYBa- TW 40 NiCAANOAOrOBOro nepioay.

MpeaHi30N0H € iIMyHOCYNPECUBHUM areHTOM BUBOPY Mpw BariTHOCTI.

3rifHO 3 aKTya/ibHOW iHPOPMAaLLiEto, a3aTiONPUH i LIMKIOCNOPUH € BiAHOCHO 6e3neYyHnmmu npu
BariT-  HOCTi, AKWO B UMX XKIHOK 3axBOPIOBAaHHA 33[0Bi/IbHO He KOHTPO/IIOETLCA
T/IIOKOKOPTMKOIAaMK. Ha- ABHI cbOrofHi [oKasu cBig4aTb, WO MiKopeHonat modetun i
MeTOTpEeKCaT 3AiMCHIOITb TePaTOreHHUM BRAWB | TOMY NPW BariTHOCTI MPOTMMNOKasaHi. (3a
Knacuoikauieto FDA Ui areHTM Hanexanu ao kKateropii C (uuknocrnopwuH), D (asaTionpuH i
MmikodeHonat modetnn) Ta X (mertoTpekcat). HUHI o peiTuHrosy cuctemy BiamiHeHo, FDA
3amiHMAQ 1T Ha pe3tome LWOoAO0 PU3MKIB 3aCTOCYBaHHA nNpenapaTty Npwu BariT- HOCTI i rpyaHoro
BUrOALOBYBAHHA Pa3soM i3 AOMOMINKHUMM AAHUMU | «peneBaHTHOK iHGOPMaLLiElD, KO- PUCHO
019 NPALiBHUKIB OXOPOHM 340P0B’A Y NPUAHATTI PilleHb 3 BUKOPUCTAHHA MEAUKAMEHTIBY).

MiacreHia. Mliapy4HK ANA CTyAEHTIB MEAMIHOTO GaKybTeT
nikapiB  iHTEPHIB-HEBPOAOTB, HEBPONONiB, Nikapis CiMEITHON |
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He3Baatoum Ha [OCATHYTMIA KOHCEHCYC, HasBHi anbTepHATWMBHI AYMKM WOAO NPU3HAYEHHSA
asaTtio- NpuWHY Mpu BariTHocTi. Lle npenapaT € HecTepoigHMM imyHocynpecopom Bubopy npu
MiacTeHii y BariT- HMX KiHOK B €C, ane BiH MOB’A3aHWIA i3 3HAYHMMWU PU3UKAMWM 3TiOHO 3
aMEPUKAHCbKMMU OMPEKTUBaMU. Pi3HWLA B TPAKTyBaHHI MeAMKAMEHTY FPYHTYETbCA Ha HEBEAMKIN
KiZIbKOCTi AOCNIAKEHb Ha TBAPUHAX i OAMHUYHUX KNIHIYHUX MOBILOMNEHHSAX.

9. Mnasmacdepes abo iHDy3ii iMyHOrN0BYNIHY KOPUCHI ANA [OCATHEHHA LWBWUAKOI, XO4 | TUMYacoBoOi
Te- paneBTUYHOI peaKLuii npu BariTHOCTi. HebxigHO peTenbHO OBMiIpPKOBYBaTM acmneKkTH, LWo
CTOCYlOTbCA MaTepi Ta NaoAy, 3BaKyBaTM PU3MKKU LUMUX LIAAXIB JiKYBaHHA Ha npoTuBary
aKyLepCbKMM BUMOram i MOTEHLiMHMM nepeBaram.

10. CnoHTaHHe ¢izioNoriyHe po3poarKeHHss MaEe ByTU METOH I aKTMBHO 3a0X04yBaTUCA.

11. CynbdaT marHito He peKomeHAaylTb ANA NiKYBaHHA eKNaMMcii y BariTHOT XiHKWM 3 MiacTeHiewo
yepes 6/10KyBaHHA HWM HEWpPO-M'A30BMX CMHAMCIB; afeKBaTHUM JiIKYBAaHHAM 3a1MLWAOTLCA
6apbiTypatn abo deHiToiH.

12. Bcix gitei, HAPOAKEHMUX Bif, MaTepiB i3 MiacTeHi€lo, cnig ornafaTM Ha NpeaAMeT CKOPOMMUHYLLOT
M’A30BOI CN1abKOCTi, HaBiTb AKLWO B MaTepi 3aXBOPHOBaHHA f06pe KOHTPO/IbOBaHe, i mMaTu
WBWUAKUIA LOCTYyN A0 HEOHATaNbHOI peaHiMaLiiHOi NiATPYMKK.

9. Auckycis

Mu po3pobuan mixkHapOAHI ANPEKTUBM ANA NiKyBaHHA OBEHINbHOT Ta opocnoi dopm
MiaCTeHii, BMKOPMCTOBYIOYM OCTAHHI HaLiOHANbHI peKoMeHaLii Ta ornaan meaudHoi nitepatypu. Micna
[OCATHEH- HA 3rogy LWOAO TepaneBTUYHUX Lifeil ANa 4OCATHEHHA KOHCeHCycy 6y10 BUKOPUCTAHO
npouec cenekujii. 3Ba)atoun Ha BapiabenbHiCTb NPAKTUYHMX NATEPHIB | AOCTYNHICTb TepaneBTUYHMX
MOZanbHOCTEN,

i AMPEKTUBU He € abCONOTHUMM, @ TAKOXK HE NMOBWUHHI BNIMBATKA HA NONITUKY diHaHCOBUX

KOMMEHCaLin 33 MeWyHi Nocnyru.

Lle rHy4KMIt LOKYMEHT, KOTPUI, O4EBUAHO, BUMAraTUMe OHOBJIEHb, WO Bif0OpaKaTMMyTb eBo-
NtoLjio B NiKyBaHHI MiacTeHii. He3arkatoum Ha obMexKeHHA KOHCEHCYCHMX METOZiB, Halli AMPEKTUBU
Bigo6parkaloTb NOrNAAM KAYOBUX KAIHILMCTIB, KOTPI X04yTb ONTMMI3yBaTU ¢YHKLiOHYBAaHHA Ta
AKICTb  KUTTS TaKMX NaL€EHTIB, 0cOB/IMBO B TUX KpaiHax, Ae HaluioHa/NbHI pekomeHaaLlil BifCyTHI.
Byab-aKi  ManbyTHi JocnigxeHHs Tepanii miacTeHii, Wo 3abe3nevyaTb pesieBaHTHY Ta aKTyasbHY
iHbopmauito, byae po3rNAHYTO ANA NOAINWEHHA UUX AUPEKTUB.
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BPUTAHCHKI AUPEKTUBU LLOAO
(ckopoyeHuli sukaad)

1. BeTtyn

Li anpekTnen Acoujauii 6puTaHCbK
TEHIEI0 3ara/ibHUMK NliIKapAMMU Ta HEBPO.
BMCHOBKax eKkcnepTis. CMMNTOMM 3axBO
OAMH nikap. o NiKyBaHHA TaKOX M
[OunpeKTnBM Npo- NOHYOTbL Nigxoau [0
BO/ZIHOYAC iX MOXHa 3acTOCOBYBATW [0CK

2. MlepBUHHUI NAQH AIKYBAHHS

CmauyioHapHe 7iKy8aHHA: Mpu 8upa:.
EMKOCMI f1e2eHb, QUXAAbHUX CUMIMOMAX C

AMOYnamopHe siKy8aHHA: O4HI CUM
CUMMIMoMU.

OuHa ¢hopma: ous. po30in «/1iKy8aHH:s

leHepanizosaHa ¢popma: ous. po30in

3. AikyBaHHS 04HOI dbopmu MiacT

3.1. IHiLiauis AiKyBaHHS

1. TlouyuMHaloTb NiKyBaHHA MipuAoCTM
HapoOLLeH- HA 403U NiPUAOCTUTMIHY)

2.  AKWO NauieHT cepono3nUTUBHUM i Bit

3. AKwWo cumnTomu 36epiratoTbCs, He3E
NPeAHi30/10H (KOMKEeH ApYruMii AeHt
OYHin dopmi miacTeHii».

4.  AKWO CMMNTOMM BigHOBAOKOTLCA N
20 Mr Ha AeHb npuitomy 3rigHo
OpyrMiA  aeHb]) um  Binblue, pos3
«laLieHTH, L0 HEe JOCATHYIN  PeMil

3.2.MpoTOKOA HOPOLLEHHS AO3M N
Hapouly¥iTe npenapat A0 MiHiMabHC
IHiuianbHa go3a — 30 mr (1/2 Tabne
Hani — 60 mr (1 Tabnetka) 4 pasu/z
[Oani, npn noTpebi, HapowyTb 4
npenapaty Bapilog, i AeAki NauieHTn
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KOHTPO/IIOE CMMMTOMW  33aXBOPIOBAHHA MPOTATOM  KiIbKOX ~ TUXKHIB, MOYMHAIOTb  NPUIAMATH
npeaHi30N0H.
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KoHTponb nobiuHux edekTiB: nponaHteniH abo mebeBUPUH NPU BUHUKHEHHI XONIHEPriYHUX
YCKNagHeHb.

BiamiHa npenaparty:

AKLLO XBOPUI ife Ha MOHOTepanii, To MPUNUCYOTb MiHIManbHy epEeKTUBHY A03Y.

AKWO NauieHT cTae 6e3CMMNTOMHUM MiCAA MOYaTKy NPUMOMY NpeaHi30N0HY, ToAi MOCTynoso
BIAMIHAIOTb MIPMAOCTUIMIH 3 Po3paxyHKy 30—60 Mr/TuAeHb 4O MOBHOI BiAMiIHM abo AOCATHEHHSA
MiHi- ManbHOi edeKTUBHOI A03M.

3.3.MpoToKOAIHILiaWiAIKYBAHHSNP € AHI30AOHOMAMBYAQTOPHONPUOYHIM DO pMIMiacTeHil

MouvHaloTb 3 5 Mr KOXeH Apyruii AeHb (Tpu npuiiomu), a Aani npenapaTt HapoLlyTb 3
PO3PaxyHKy 5 Mr Ha TMXKAEeHb A0 MOAIMWEHHA cMMNTOMIB. MaKcumanbHa f03a Npu OYHin dopmi
MiacTeHii cTaHoBUTL 50 Mr NMpY NPUINOMI KOXKeH Apyrnit AeHb abo 0,75 Mr/Kr KOXKeH ApYyruii AeHb.

KniHiyHa pemicia 3axBOPKOBAHHA HA CTepoigoTepanii 03HAYYETbCA AK BiACYTHICTb CMMMTOMIB
nicna BigMiHW NiPUAOCTUTMIHY.

[eski nauieHT pesncTeHTHi 40 KOPTUKOCTepOiaiB abo pearytoTb Ha HUX Ay¥Ke nosiibHO. Micnn
3-x micAauiB NikyBaHHA HepecnoHAepy MatoTb ByTH ckepoBaHi 40 dpaxiBua 3 miacTeHii.

MpeaHi30/0H MoKe iHAYKyBaTM abo 3arocTpioBaTv UyKpoBWi Aiabet. Lleit ctaH HeobxigHo
MOHi- TopuTu. LLloaeHHW, a He anbTepHyUMA NPUIAOM NPELHI30NIOHY MOXKE MOINWUTU KOHTPO/Ib
rAiKemii B NaujieHTiB, WO napanesbHO NPUItMaloTb NPOTUAIA6ETUYHI CepesHUKM.

3.4.BiaMiHO NpeAHi30A0HY NpH OY4HIN dopmi MiacTeHii
MpeaHi3010H CNif TUTPYBATM B HANPAMI 3BMEHLLIEHHSA 403U, 40CAralouM MiHiManbHOT edekTUBHOT
0,031, nLLe Nicas AOCATHEHHA pemicii (BigCyTHOCTIi CMMNTOMIB 3aXBOPIOBaHHA) NPOTATOM MPUHAVMHI
2-3 micAuis:
®  3HMXKYIOTb 403y Ha 5 MM KOXKeH APpYrvii AeHb NPOTArOM KaneHgapHoro micausa go 20 mr/go6y.
®  [lani 3HWXKYIOTb Ha 2,5 Mr KOXKeH Apyruit AeHb NpoTAroM KaneHgapHoro micaua ao 10 mr/noby.
®  [licnA LbOro 3HWKYIOTb 3 PO3paxyHKy 1 mr/micaub. [vB. po3ain «MiaTpumytoya Ao3a KOPTUKOCTEPO-
iaiB i KpUTeEpii 3acTOCYBaHHA iIMyHOCYNPecii» WoA0 LWiNboBUX A03.
® [lpu peungmsi CMMNTOMIB HEOBXiAHO AOTPUMYBATUCA IHCTPYKLiN WOAO0 NiKyBaHHA 3arOCTPEHHS
miacTeHii (ame. po3ain «OujiHKa i NikyBaHHA NaLjieHTa i3 PeLUAMBOM MiacTeHii»).

3.5.MiATpMMYIO4A A030 KOPTUKOCTEPOIAIB | KPUTEpIi 3aCTOCYBAHHA iIMyHOCYnpecii

® [loboBa po03a npeaHi3onoHy 15-20 mr (KOKeH Apyrvid AeHb) €, MMOBIPHO, 3aBWMCOKa [ANs
[OBroTepMiHO-
BOr03acToCyBaHHAIEMOKA3aHHAMANANOYATKYiMYHOCYNpeCcMBHOITEPanii340NoOMOrooasaTionpuHy.

® HenepeHocuMi NOBIYHI ePeKTU KOPTUKOCTEPOIAiB € MOKA3aHHAM A/1A 3aNpOBaAKEHHS iMyHOCY-
NPecyBHOI Tepanii 3 MeTOK 3HWKEHHA NiATPUMYIOUOI 4,031 TOPMOHIB.

4. NikyBaHHSA reHepaAi30BAHOI dOpPMU MiaCTeHil

4.1. MoyaTok AiKyBQHHS reHepaAi3oBaHOI doopmu

1. TMNouunHaiTe Npuiiom NiPUAOCTUIMIHY 3riAHO 3 NPOTOKONOM. [AnB. po3ain «[POTOKON HapOLLEeHHSA
0,031 NiPUAOCTUTMIHY».

2.  Arwo nayieHT € AChR+ i Bikom f,0 45 pOKiB: po3ria4atoTb MOXKANBICTb TUMEKTOMIl.

3. AKWO CMMNTOMM NEPCUCTYIOTb, HE3BAXKAKOUM HA MPUAOM MiPUAOCTUIMIHY, TO MOYMHAIOTb NPUAMaTK
NpeaHi30/10H (3aranom AatoTb KOXKEH APpYyrui aeHb). Ane. po3ain «MpoToKoA iHiuiauii nikyBaHHA
npeaHi30N10HOM ambynaTopHO MpuW reHepasni3oBaHiii miacTeHii».

4. fKLO PO3BMBAETHLCA 3arOCTPEHHA NPU NOCTYNOBIN BigMiHi NpeaHi30/10HY B 4030BOMY Ziana3oHi
7,5-10 mr/poby (abo 1520 mr KOXKeH Apyruit AeHb) um Binblie, NOYMHAKOTL iIMYHOCYNpPecUBHe
NiKyBaHHA. OCTaHHE MOXHa TaKOX 3aCTOCOBYBAaTU Yy XBOPWUX i3 CTepoif-iHAYKOBaHUMMU
nobiyHMmmn edektTamm Ha GOHI NPUINOMY HU3bKUX A03 NPeaHi3010HY. AnB. po3ainn «MauieHTy,
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KOTPIi He J,OCAr- Hy/AW peMmicii Ha npe
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4.2.TIpOTOKOA HAPOLLEHHS NIPUAOCTUTMIHY

TuTpy1OoTh 10 MiHIMaNbHOI edEKTUBHOI A03K:

IHiLianbHa gosa — 30 mr (1/2 Tabnetkn) 4 pasu/aeHb npoTarom 2—4

aHis. Jani — 60 mr (1 Tabnertka) 4 pasu/aeHb npoTarom 5 AHis.

Oani, npn notpebi, HapowytoTs 4o 90 mr 4 pasu/aeHb npoTtarom 1 TvKHA. TpusanicTb aji
npenapaty Bapilog, i AeAki nauieHT notpebytoTb 5 npuitomis/goby. AKWO NIPUAOCTUTMIH He
KOHTPO/IIOE CMMMTOMW  3aXBOPIOBAHHA MPOTATOM  KiIbKOX  TWXKHIB, MOYMHAIOTb  NPUAMATH
npeaHi30N0H.

KoHTponb nobiuHmx edeKTi: nponaHTeniH abo mebeBUPHH NPU BUHUKHEHHI XONIHEPriYHNX

YCKNagHeHb. BiamiHa npenapaty:

AKLLO XBOPUI ife Ha MOHOTepanii, To MPUNUCYOTb MiHIManbHy epEeKTUBHY A03Y.

AKWO nauieHT cTae 6e3CMMNTOMHMM MicNs  noyaTKy Mpuiomy nNpeaHisoNoHy, Toai
MOCTYNOBO BiAMIHAOTb NIPUAOCTUIMIH 3 po3paxyHKy 30—60 Mr/TvxAeHb 40 NOBHOI BigMiHM abo
[LOCATHEHHA MiHi- ManbHOI epeKTUBHOI f03M.

4.3.MpOTOKOA iHiLiaLii AIKyBOHHS NPEAHI30AOHOM AMGYAQTOPHO MpPU FreHepPaAi30BaHiH
chopMi  MiacTeHil
MoumHatoTb 3 10 Mr KOXKeH Apyruii AeHb (Tpu npuiiomu), a gani npenapat HapoLyloTb 3
po3paxyHKy 10 Mr Ha TUKAEHb A0 MONINWEHHA CMMNTOMIB. MaKcManbHa A03a Npu reHepani3oBaHii
dopmi miacTeHii ctaHoBMTb 100 Mr MpKU NPUAOMI KOXKEH ApYruii AeHb abo 1,5 Mr/Kr KosKeH apyrui
neHb. [na AocATHEeHHSA  pemicii MoxKyTb B6yTu noTpibHi 6araTo micauis.
PemiciamiacteHiiHacTepoifoTepaniio3HauyeTbCAAKBIACYTHICTECMMNTOMIBMICAABIAMIHUMIPUAOCTUTMIHY.
Mpw BiACYTHOCTI peakL,ii Ha NikyBaHHA ab0 BUHUKHEHHI NOBIYHNX ePEKTIB MPU HAPOLLEHHI
TNIOKOKOP- TUKOIAIB CAif, 0fepKaTv eKCNepTHY OLiHKY LLLOAO0 MOAMBOCTI 3aCTOCYBaHHA naasmadepesy,
BHYTPILWHbO- BEHHOT iHDY3iT imyHOr106yniHY abo imyHocynpecusHoi Tepanii. Ocobaneo ue
CTOCYETbCA CUTYaLLili, KON
pemicia He HacTae nicna 3 micauis cTepoigoTepanii.
MpeaHi30M10H MoXKe iHAYKyBaTK abo 3arocTptoBaTh LlyKPOBUIA AiabeT, i Tomy cnif npoBoauTh
MO- HITOPWHT WOoA0 OCTaHHbOro. LLloaeHHUI, a He anbTepHyUUi NPUIAOM NPeLHI30N0HY MOXKe
NOAIMWMNTM KOHTPO/b FiKeMil B NaLiEHTIB, WO NapanesbHO NPUMatoTb NPOTUAIA6ETUYHI CepesHUKN.
®  [lo3y NpeaHi30/I0HY CAlif 3MeHLyBaTW A0 MiHIMabHOI edeKTUBHOT 03U nLe NPUHANMHI
yepes
2-3 micaui nicna focArHeHHA pemicii.
[ani p,o3y 3HUKYIOTb 3 po3paxyHKy 10 mr/KaneHaapHui micaub 20 40 Mr KOXKeH ApYruii AeHb.
[ani po3y 3HUKYIOTb 3 PO3PAxyHKY 5 Mr/KaneHZapHWi micaub 8o 20 Mr KOXKeH ApYyruit AeHb.
[ani o3y 3HUKYIOTb 3 PO3paxyHKy 2,5 mr/KaneHaapHuii micaub 40 10 Mr KOXeH Apyrnit AeHb.
®  [lpu focArHeHHi 4031 B 10 Mr KOXeH APYrnit AeHb ii 3HUXKYIOTb Ha 1 mr/micaub, Hamaraumcb
00- CATHYTU LinboBoi f03n 7 abo 8 mr.
®  [lpu BiAHOBNEHHI CUMNTOMIB CAig, AOTPMMYBATUCA AUPEKTUB LWOAO NiKYBAHHA peunanBy MiacTeHii
(po3ain «OuiHKa i NiKyBaHHA NaLieHTa 3 PeLUUAMBOM MiacTeHii»).

4.4, MiATPMMYIO4Q AO30 KOPTUKOCTEPOIAIB | KpUTEPII NOYATKY iMyHOCYNPECHBHOTO
AIKYBOHHSA

®  [lo3a KOpTUKOCTEPOIAiB NoHaA 15-20 Mr KOXKeH Apyruii AeHb €, MMOBIPHO, NOKa3aHHAM A
iHiLiaLii imyHocynpecmBHOi Tepanii a3aTionpuHOM.

®  HenepeHOCMMICTb NOBIYHWUX eDEKTIB IOKOKOPTUKOIAIB € MOKA3aHHAM A/s iMyHOCYNpecii 3 meToto
3MEeHLLEeHHA NiATPUMYHOYOi 403U FOPMOHIB.

5. MauieHTn, AKi He AOCATHYAU pemicii npu Npuiomi NpeAHI3OAOHY
5.1. MawieHTH, ki He AOCArHYAM peMicii Npu HaPOLLLEHHI NPEeAHI30AOHY
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®  [leAKi NaLieHTM He pearyioTb Ha PEKON

BiJIbHEeHa peaKLifa Ha CTepoiau, AKa |
yac.
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HalinowwupeHiwa npuymMHa BiACYTHOCTI TepaneBTMYHOI peakuii Ha KOpTUKOCTepoigu — Hepo-
CTaTHA [03a.

AKLWO nauieHT ageKkBaTHO He pearye Ha LiNboBi 403K Micas 3 MicAuiB NiKyBaHHA — HeobXigHa
KOH-

Cy/bTaLifa eKkcnepTa 3 MiacTeHii.

6.IMyHocynpecis

6.1. MiaATpMMyloda  A03a0  KOPTMKOCTEpPOIAiB i  KpuTepii

iMyHocynpecuBHoiI Tepanii

62

Mu pekomeHayeMO, Wob iMyHOCynpecop NpU3HayaBCca AuLe TOAj, KOAW XBOPUIM He LOCATaE
pemicii Ha poHi Tepanii cTepoigamu.

[lo3a rnoKoKopTUKOIAiB NoHag 15-20 Mr B anbTepHYOUOMY pexkuMi, IMOBIPHO, HENPUWHATHA
ona

[OBrOTEPMIHOBOTO BMKOPWCTAHHA.

HenepeHocumi NobiyHi epeKTU INMHOKOKOPTUKOILIB € MOKA3aHHAM A1 iIMYHOCYMPECUBHOTO NTiKy-
BaHHA 3 METOI0 3HWXKEHHA NiATPMMYIOHOI 4031 CTEPOIAHMUX FOPMOHIB.

IMmyHOCynpecito cnig, po3rnafaTv Ha PaHHIX CTaZifax NiKyBaHHA Y NALLIEHTIB i3 cynyTHIM AiabeTom,
oc-

TEONMOpOo30M, illemiyHOW XBOpobok cepus abo BuparkeHow cnabicTio b6ynbbapHux abo
OMXanbHUX M'A3iB, KOTPi He BiAryKYyOTbCA Ha KOPTUKOCTEPOIAM.

IMyHOCynpecis i BakUMHaLfA: B NALLEHTIB Ha iMyHOCYNPECUBHIl Tepanii BaKUUHU MeHL edeKTUBHI.
UBi BaKUMHKM abCONOTHO NMPOTMMOKA3aHi, iIHAKTMBOBAHI — MOB’A3aHi 3 NEBHUMU PU3UKAMM.
MauieHTam, KOTpMM HeobxigHa imyHOcynpecuBHa Tepanif, HeobXigHO 3MiHUTU rpadik
BaKUMHa- Lii. Lle, 30Kpema, cTocyeTbca MHeBMOKOKa, rpuny, Haemophilus influenzae i
Varicella zoster. Mo MoOXAMBOCTI nikapi maloTb NaaHyBaTM BaKuuHauii (3 BignosigHUMM
aHanizaMu KpoBi 414 OLiHKM peakuii) nepeg, iHiuiauieto imyHocynpecii.

BWCOKi 03V KOPTUKOCTEPOIAB MOXKYTb 3HMXKYBATW IMYHHY peaKLito Ha BaKUMHKU, TOMY 3aCTOCYBaH-
HA »KMBWUX BaKUMH Ma€ BiATEPMIHOBYBATUCA MPWMHAMMHI Ha 1 MmicAub Micna NPUNUHEHHA
B)KMBAHHA BUCOKWUX [03 FOPMOHIB.

6.2.IMyHOCYnpeCcHBHA Tepanis a3aTionpuHom

A3aTiONpUH € iIMyHOCYNpPecopom MepLloro pagy npu miacteHii. OCKiNIbKK iCHYE acouiauia mix
He- pocTaTHicTio TionypuHmetuntpaHcoepasn (TPMT) i mienocynpecuBHum edekTom
asaTionpuHy, B TaKWX MNALEHTIB CNi4 BMMIPIOBATM aAKTUBHICTb LbOro QepmeHTy.
HepocTaTHICTb OCTaHHLOrO He € MPOTUMOKA3aHHAM AN BUKOPUCTAHHA LbOro npenapaty,
Nvwe noTpebye 3MeHWEHHS 403U, XBOPi 3 Ay»Ke HU3bKMMU MOKA3HWKAMK akTUBHOCTI TPMT
He MOBUHHI NPUIAMATK a3aTionpuH.

[lo3y npenapaty HapoLLytOTb NPOTAroM 1
Cnip, NPOBOANTY LOMICAYHMI

MOHITOPMHI aHani3iB KpoBi (3aranbHWiA aHani3, CeYOBWMHA, ENeKTPOAITWU, MNediHKoBi npobu) npu
BUCXIZHOMY — TUTPYBaHHI. [l03y MOHa OMTMMI30BYBaTU B KOHTEKCTi NobiyHMXx edekTiB abo 3miH
aHani3iB KpoBi.

AsaTionpuH noTtpebye yacy ANA [OCATHEHHA MaKCcMManbHOro edekTy. [MpUHLMNOBOK MeTol €
[OCATHEH-

HA MiATPUMYIOYOI 03K NpPeaHi3onoHy MeHwe 20 Mr KOXeH Apyruid AeHb nicna 2 pokis.
HecnpomosKHicTb AocArHyTM edbeKTUBHOCTI MOKe ByTW HacNiAKOM HeaZeKBaTHOro A,03yBaHHA. He BCi
XBOPi BiAryKylOTbCA Ha as3aTionpuH. KopTuKocTepoign cnif BigMIHATM 3rigHO 3 NPOTOKOJ/IOM,
OMUCAHUM Yy WX AMPEKTUBAX.

micALA 40 NiLATPUMYIOYOT 2,5 Mr/Kr.

iHiLiawii

MiacreHia. Mliapy4HK ANA CTyAEHTIB MEAMIHOTO GaKybTeT
nikapiB  iHTEPHIB-HEBPOAOTB, HEBPONONiB, Nikapis CiMEITHON |

TouaTbcA  AMCKycii, un € npup
BHYTPILHbOMAT-

KOBMX NpOTM3annigHux3acobis. BniTe
YHUKHEHHA LbOro Crnocoby KOHT
ekcnepta 3 xBopobu. MpenapaT m
BUrOA,0ByBaHHI.

CMMNITOMM MiacCTeHIi MOXYTb peLw,
peakuii Ha asaTtionpuH abo i
KOPTUKOCTEPOIAiB nepes peuuami
KOXeH [Apyrui fOeHb, To4i cTa
TepaneBTUYHOrO pexumy. [lMB. pos,
«OUiHKa | NiKyBaHHA NaLieHTa 3 peLuy,
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6.3. IHWi iMyHOCYnpeCHBHi areHTM — MiKotheHOAQT MOOETUA, METOTPEKCAT, LLUKAOCTIOPHH,
pUTYKCUMA6

i mMeauKameHTM BigirpatloTb CBOK POSb Yy AiKyBaHHI MiacTeHii, He KOHTPOAbOBAHOI
asationpuHom, abo AKWO NaLiEHT MOro He NepeHocUTb. HesKicHWIA Au3aliH AocnigyKeHb i mana
CTaTUCTMYHA BMBiIpKa pobBNATb aHani3 NiTepaTypu MaNOKOPUCHMM. BifbLUiCTb XBOPUX Ha MacTeHito
pearyloTb Ha NiPUAOCTUIMIH, MPEAHI30N0H i a3aTionpWH MNpWM NPaBUAbHOMY IX 3aCTOCYBaHHI.
HepecnoHzepy abo MauieHTN 3 yCKAAA- HEHHAMM /liKyBaHHA NMOBUHHI BYTM CKepoBaHi 40 ekcnepTa
3 miacTeHii. Mpu BMBOpPI Npenapaty Apyroro psagy cnig 6patym A0 yBaru iCHYBaHHA CynyTHbOrO
HWPKOBOTO 3aXBOPIOBAHHA abo MOTEHLiHOI BariTHOCTI; LMKNOCMNOPUH MPWU OCTaHHIM, iIMOBIpHO, He
WKIANMBILMI HiXX a3aTionpuH. MeToTpeKcaT TepaToreHHuUi y xBopux obox ctaTei, a edpeKTUBHa
KOHTpaLenuis € 060B’A3KOBOO NPUHAWMHI MPOTATOM 3 MICALIB MiCAA NPUNUHEHHS KOro npuitomy.
MikodeHonaT ModeTnn MoKe BUKIMKATM BPOKEHI aHOManii PO3BUTKY, TOMY KiHKam cChig
BMKOPUCTOBYBATU eDEKTUBHY KOHTPALLENLit0 NPOTArOM MOro NPUMomMy i NPOTArOM 6 TWXKHIB nicns
BiAMIHM LbOTO MeMKaMEeHTY.

7. OuiHKQ i AiK YBAHHS PELLMAUBY MiACTeHil

Hacamnepes, cnig BU3HAYUTH, UM € NOTIPLLUEHHA CTaHY XBOPOro peLunanBOM 3aXBOPIOBAHHSA,
no- 6iYHMM edeKTOM NiKYBAHHA UM AKMMOCH iHLWMM CTaHOM?

Y1 € noripweHHs cTaHy HacNiAKOM iHTEPKYPEHTHOI iHbeKLiT (HaMMoLWMpPeHiloT NPUYMHK
3aro- CTPEHHA MiCAA 3HUXKEHHSA 403U NiKiB)?

Y npuiiMaB NaLjieHT NiKKM, AKI MOXYTb NOCKIOBaTH cNabicTb Npu miacTeHii (Hanpuknaa,
aHTU6BioTU- KK, beTa-aapeHobaokaTopu)?

UM € noripweHHs HacNiAKOM 3MiH pexXuMy NiKyBaHHSA, 30Kpema, BigMiHM FIIOKOKOPTUKOIAiB?
®  AKLWO NpMYKMHA NOripLEeHHA NPWU MiacTeHii BuABAeHa, ii HacniaKu cnig, BiaAKopurysaTtu.

® [lauieHTam i3 noripweHHAM CAif NOBEPHYTUCA 40 MPOTOKO/Y HAapOLLEeHHA KOPTUKOCTEpPOILiB,

30- Kpema MifBULLEHHA 4031 NMPeAHI3010HY, A0TU, LOKM CUMIATOMM He ByayTb KOHTPONbOBAHI
— uinbo- BOi A03n 1,5 mr/kr abo 100 Mr KOXeH Apyrvit AeHb Npu reHepanizoBaHii Gopmi
miacTteHii i 0,75 mr/kr

a60o 50 Mr KoXKeH gpyrnii geHb Npu OYHiN.

®  AKWoOo peumamB BUHUK Ha A03i NpeaHi3010Hy noHag 1520 mMr KoXKeH Apyruii AeHb Y NaLieHTa,

KOTPUI He NpumitMaB a3aTionpuH, TOAi OCTaHHINM CNig NPU3HAYUTM 3riLHO 3 NPOTOKO/IOM,
ONMCaHMUM BULLE.

®  AKLWO NoripLeHHA CMMNTOMIB MiacCTeHii € pe3ynbTaToM BiAMiHM CTepOoifiB y NavuieHTa, KOTpUi
na-
panenbHO NpuiiMae asaTionpuH, TO BOHO BUHUK/IO BHAC/IA0K 3aHAATO KOPOTKOI TpMBanocTi aji
abo HM3bKOI 403K asaTionpuHy. Toai cnig TUTPYBaTU NPEAHI30N0H 3rigHO 3 MPOTOKOIOM A0
MiHiManbHOi edeKTUBHOI 403K, WO 3abe3neunTb KOHTPOIb Has cumnTomamu. Koam ua gosa
nepesuiye 20 Mr KOXKeH ApYruii AeHb, HeobXiAHMIM BUCHOBOK eKCnepTa 3 MiacTeHil.

8. CTaujoHapHe AiKyBaHHS MiacTeHil

8.1. 3araAbHi npUHLMNK
®  [lauieHT mae nepebyBaTu B NiKapHi 3 NPMBOAY BUpaKeHUX ByibbapHUX CUMMITOMIB, HU3bKOT

YUTTE- BOI EMKOCTI IereHb, pecnipaTopHUX CMMNTOMIB abo Mporpecyroyoro NoripweHHs
3arasibHOro CTaHy.
® € 060B’A3KOBOI OL,iHKa MOB/IEHHS | KOBTAHHA /IOrOMNeA0M.

® € 060B’A3KOBOIO PeryasapHa OLiHKa }KUTTEBOI EMKOCTI 1EreHb.

8.2. BHyTpilwHbOBEHHI iHdoY3il IMYHOrAOGYAIHY NPU TAXKKUX BYAbOAPHUX i
pecnipaTopHMx CUMNTOMAX
®  3aranbHa go3sa 1-2 r/kr.
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8.3.MAasmadbepes
®  BaxaHui 3a HaaBHOCTI cneundiyHnx GaKTopiB PU3UNKY, NOB’A3aHMX i3 BBEAEHHAM iMyHOT/I00YiHY.

8.4.MpeAHi30A0H

®  [loyMHatloTb 3riAHO 3i CTaHZAPTHMM MPOTOKO/IOM A5 MALEHTIB i3 reHepanizoBaHot Gopmoto
miacTeHii. AuB. po3ain «MpoToKon iHiuiauii npeaHi30NoHy ANA ambynaToOpHMX MaLEHTIB i3
reHepa- /Ni30BaHOO GOPMOIO MiacTeHii».

9.\iK yBaHHA MiaCTeHil y BiAAiA€HHI iIHTE@HCHBHOI Tepanil

MaujieHTn 3 miacTeHielo MOXyYTb NoTpebyBaTH LiNoA060BOro HarnAdy i MOHITOPMUHIY PecnipaTopHUX
dYHKLUiM B yMOBaXx LbOro BiAAiNeHHS.

Y Naui€eHTIB i3 LUTYYHO BEHTUAALLIEID:
® [louynHatoTb NPU3HAYEHHA NPESHI300HY 3 po3paxyHKy 100 Mr KOXeH ApYruii AeHb.

HeraiiHo NOYMHaIOTb BHYTPiLUIHBOBEHHE BBELEHHA IMYHOr100YNiHY.
®  VHMKalOTb HeafeKBaTHOro 3aCTOCYBaHHA MarHesii BHYTPiLWHbOBEHHO.

®  HamaraloTbCa YHMKATW MipUAOCTUIMIHY/HEOCTUIMIHY, OCKiJIbKM BOHM MOCU/IIOIOTL CEKpeLito B
TpaxeobpoHXxiaibHOMY AEepeBi.

Y naujeHTiB 6€3 WTy4HOT BEHTUAALT:
®  [loynHaloTb NPU3HAYEHHA NPEeAHI30N0HY 3rigHO 3i CTaHAAPTHUM NPOTOKOOM NpU

reHepanisoBa-
Hit popmi 3axBOPIOBAHHS.
HeraiHO NOYMHAIOTL BHYTPILUHbOBEHHE BBEAEHHA IMYHOr100YiHY.

®  HamaratoTbCa YHWUKATW MipUAOCTUTMIHY/HEOCTUTMIHY.

10. MiacTeHis i BariTHiCTb

®  [lauieHTKam 3 MiacTeHi€eto clig NiaHyBaTU BAriTHICTb 3a34aneriab, Wob mMaTy A0CTaTHbO Yacy
Ana  cTabinisauii KNiHIYHOI KapTUHM XBOPOOM, PYHKLT WMTONOAIBHOI 321031 i pexumy
bapmakoTepanii.

®  [ina BefieHHA BariTHOCTI, NOOrB i HEOHATAa/IbHOTO NepioAy B TaKMX XBOPUX HEOBXiAHMI
BUCOKUM
CTYNiHb MiXAMCLMNAIHAPHOI B3aEMOZ,i.

®  AKwo miacTeHia nepebyBae nig 4O06PUM KOHTPOAEM Nepes NOYaTKOM BariTHOCTI, TO B BinbLIOCTi
BMNaAKiB BOHa byae cTabifibHOO NpoTArom rectaii Ta nicaa Hei.

®  BaXaHWM WNAX PO3POLKEHHSA, AKMI CAif, 320X04YBaTK B NALLIEHTKU, — BariHabHUN.

®  BariTHi »KiHKM 3 BUpaXKeHO M’A30BOt0 C1abicTio NoTpebyoTb PeTenbHOT OLHKM Pi3HUMKU MeLUYHU-
MW creuianicTamu i MatoTb MaTU WBUAKUIA AOCTYN A0 LMX CreLianicTis.

®  HoBOHapoAKeHi Big, MaTepiB 3 MiaCTeHi€0 MatoTb NiABULLEHNI PUSNK CKOPOMUHYLLOI M'A30BOT
cnabocTi, KOTpa pPO3BMHETbCA 4Yepe3 KiNbKa AHIB  NicAA  HapOAMKEHHA, HaBiTb AKLO
3aXBOPIOBaHHA MaTepi fobpe KOHTposboBaHe. TaKi 4iTM MOBWMHHI MaTW WBMAKWUIA AOCTYN A0

HeOHaTa/IbHUX peaHi- MauiiHuX BiagineHb.
ApTpOrpuno3 HOBOHAPOAKEHMX € PIAKICHUM, afne AiarHOCTOBAHUM YCKAALHEHHAM MiacTeHii y maTepi.

®  [ipuAaoCTUIMiH He J0N1a€E NaLeHTapHUA 6ap’ep, i Npu MOro 3acTocyBaHHI NPOTATOM BariTHOCTI
He
BMABNAOTLCA Manbdopmalii nnoga. MpenapaT CymicHUM i3 rPyAHUM BUrOLOBYBAHHAM.

® He 3acBig4yeHo, WO NpU3HaYeHHA NPeaHI30/I0HY aCOLLIFOETLCA i3 3POCTAHHAM PU3UKY
manboop-
mauin nnoga.
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11. OcobAMBi 30CTEPEXEHHS

11.1. TumekTOMIs NpU TUMOMI

Yepes pusKK nepionepalinHMX yCKAagHEeHb MaLieEHTA CKepOBYHOTb A0 KiHIKKM, Ae AOCTYnHi
TOpa- KalbHi Xipypru 3 AOCTATHIM A0CBiAOM BUKOHAHHA L€l XipypriyHOi npoueaypu, KOMMNETEHTHI
WNWUTaNbHI aHecTe3ionory, HeBPOAOrK 3i 3HAYHMM A0CBIAOM NiKyBaHHA NALEHTIB i3 MiacTeHielo.
Y XBOpUX CANig, AOCATHYTUM ONTUMAZIbHOrO KOHTPOJIIO CMMMTOMIB MiacTeHii nepes TMMEKTOMIELO,
HaBITb AKLLO 419 LbOro HeobXigHO BiATEPMiHYBATM onepaLito.

11.2. TumekTOoMiIs B XBOpUX 6€3 TUMOMM

TvMeKTOMIA € paLioHaNnbHUM BUGOPOM Yy XBOPUX:

AKi matoTb BiK <45 pokiB.

Y AKMX NO3UTUBHUI TeCT Ha aHTuTINa go AChR.

Yum weumawe ii BUKOHATU, TMM BOHa edeKTUBHIWA. TOMy AMUCKYCiO LWOAO TUMEKTOMII
NpoBOAATb Bigpa3y NicaAA BCTAHOBJEHHA AiarHo3y.

B naujieHTiB HeobXxigHO AO0CATHYTM ONTUMANLHOTO KOHTPOIKD MIiaCTEHIYHUX CUMMTOMIB
nepes, enekTMBHOI TUMEKTOMIEL.

Yepes pusKK nepionepalimHMX yCKNAagHEeHb MNaLieEHTA CKepPOBYHOTb A0 KiHIKKM, Ae AOCTYnHi
TOpa- KalbHi Xipypru 3 AOCTATHIM A0CBiAOM BUKOHAHHA L€l XipypriyHOi npoueaypu, KOMMNETEHTHI
WNWUTA/IbHI  QHECTe3i0N10rn, HEBPOOTY 3i 3HAYHUM L,0CBILOM NiKYBaHHA NALLIEHTIB i3 MiacTeHielo.

TUMEKTOMIA MOXKe iHAYKYBATU pemicito, 3anobirtn reHepanisalii 04HOT popmMM 3aXBOPIOBAHHA
i 3HU-  3UTU HEOOXiAHICTb Y KOPTUKOCTEPOIAAX. 3 KOCMETUYHOT TOYKM 30py BaxkaHa eHAO0CKOoMiYHa
TUMEKTOMIA.

11.3. KpuTepii 3acTOCYBAHHA iMyHOrAOGYAIHY BHYTPILLHbOBEHHO

BHYTpiWHbOBEHHI iHY3ii iIMyHOrN106YNiHY KOPUCHI AnLLIE NPU BUPAXKEHUX CUMMTOMAX B YMOBaX
cTaujo- Hapy. Ix He 3acTOCOBYIOTb ANA MIATPUMYIOUOI Tepanii. XBopi 3 MiacTeHIEln, CUMNTOMM AKMUX He
KOHTPOJIIOIOTLCA OHOM KypPCOM iMyHOrn06yniHoTepanii, NoTpebytoTb KOHCYAbTaLii eKcnepTa 3 miacTeHii.

KomeHTap 2018 poky

OCHOBHi MPUHLMNKU NiKyBaHHA MicTeHii AaBHO Bigomi, pasom 3 TMm 6arato naujieHTiB
NPOAOBXKYIOTb OTPMMYBATU HeaZeKBaTHE /iKyBaHHA Bif, 3arafibHUX Nikapis. Y Tepanii Lux XBopux
iCHyE HeBenMKa  KifIbKiCTb MOMWAOK — HeafeKBaTHE 3acTOCYBaHHA MNiPUAOCTUIMIHY abo
rIOKOKOPTUKOIAIB, 30Kpema B  aCMeKTi A03yBaHHA, NoraHe pPo3yMiHHA TOro, B AKOMY 4aCOBOMY
Aiana3oHi cnig NoOYMHATK 3aCTOCOBYBATU iIMYHOCYNpecopu.

Lli aupekTMBK Byau nigrotoBaeHi Ana peanisauii CTaHAAPTU30BAHOIO NiAXo4y Npu Hanbinbw
Nno- LMPEHMX CLeHapiax 3aXBOPIOBAHHSA NliKapsaMuM pisHOro Npodinto (3aranbHOro Ta By3bKOro).

AIK NPY OYHIK, TaK i reHepanizoBaHi Gopmi MiacTeHii nikap Mae Nam’aTaTM NPO MOXKAMUBICTb
TUM- €eKTOMii, @ B KOHTEKCTi MpPWU3HAYEeHHA MNipUAOCTUTMIHY — KOHTPO/IIOBATU Koro nobiyHi
edpekTu. Mpu BiACYTHOCTI edeKTy cnif TUTPyBaTM KOPTMKOCTEPOIAW A0 AOCATHEHHA pemicii, a
3roJOM — 3HW}KYBATU TOPMOHM A0 MiHIManbHOi eheKTUBHOI 4,03, AKLLO HEMOXKANBO MiATPUMATH
pemicito Ha [0CTaTHbO HWM3b- KWUX [03aX [JIIOKOKOPTMKOIAIB, TO MOYMHAOTb IMYHOCYMpPECUBHY
Tepanito.

Ovpektnem Acoujauii 6pUTAHCbKMX HEBPOJIONiB PeKoMeHZAYTb iHiuiauito  imyHocynpecii
nicna  HesAadi 3 ropMOHaMM. Lle NOACHIOETbCA TUM, WO HEMOXK/IMBO nepenbdaunTv, KOTpi XBOpi
BiATYKHYTbCA Ha HM3bKI [03M KOPTUKOCTEPOIdiB, a KOTpi noTpebyBaTMMyTb HeCcTepoigHMX
imyHocynpecopiB. 3rigHO 3 UMMK AMPEKTMBaMM, BaXKaHO PO3rIAHYTU IMYHOCYNPEecopyu Ha PaHHIk
cTagii, AKWo nobiyHi edpekTn cTepoigoTepanii HenepeHocumi abo AKLLO cynyTHIi KOMopbiaHi cTaHu
(Hanpuknag, aiabet, ocTeonopos) acouiioBaHi 3 BULWMM PU3MKOM ANA MNaLiEHTa Ha TpWBanii
ropmoHoTepanii. KOHceHCyCHi pekomeHZaLii B LLbOMY acneKTi 4OCUTb NPOcCTi. Xo4ya, Hanpuknag, B
AMNOHCbKUX ~ AMPEKTMBAX A0BOAATb  HEobXiAHICTb PaHHbOrO  3aCTOCYBaHHA  iHribiTopiB
Ka/IbLLMHEBPUHY NMPU arpecuBHii miacTeHii HaBiTb 6e3 Bepudikay,i
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NO3UTUBHOI peaKLii Ha IMIOKOKOPTUKOIAN, TOMY B LLbOMY Pa3i BUHUKAE NUTAHHSA, AK ieHTUIKyBaTH
NaLieHTIB ANA arpeCcUBHILIOrO NiKyBaHHA, OCKIIbKM HUHI MW HE MAEMO CTPaTUIKLINHUX
biomapkepis.
Bci Mi*kHapoaHi AMPEKTUBY LLOAO NiIKYyBaHHA MiacTeHii 6yin onpuntogHeHi nepe nybnikauieto
pe- 3ynbTaTiB AoCNigKEeHHA TUMeKTOMIT MGTX, TOMYy NOPIBHAHHA Pi3HUX ONepPaTUBHUX PEKUMIB

ManoujiHHe. Cnig 3a3HauMTy, WO HaMbiNbLUA Pi3HULA CTOCYETLCSA BeAEHHA O4YHOT CepONO3UTMBHOI

dopmu miacTeHii, Npu AKIN y BPUTAHCBKUX ANPEKTUBAX PEKOMEHAYIOTb BUKOPUCTOBYBATH
TUMeKTOMIto. OCKINbKK B LA rpyni XBopwmX y BinbLLOCTi 0Cib po3BUHETLCA reHepanizoBHa popma B
iHTepBani 2 pokis, came B LLbOMY Aia- Ma30HI MM PEKOMEHAYEMO TUMEKTOMIIO, 30Kpema,
TOPAKOCKOMIYHMIA BapiaHT nig, BigeokoHTponem (VATS). Ha Haly AymKy, LlOKa3M Ha KOPUCTb
a3aTioNpWHY HalBULLj, TOMY LLell areHT peKOMEHAYETbCA AK NpernapaT NepLloro paay cepes
HecTepoigHMX IMyHOCYNpecopiB, BKIOYAOUM HABITb 3aCTOCYBAHHA Y BariTHUX nauieHToK. Y CLUA,
He3BarKaloum Ha OCTaHHI po3nopagskeHHa FDA, npenapaT He BBaXKaeTbcA bHe3nedHum. B AnoHii
npenapatamu NepLIoro paay 3aauLlatoTbCa iHMBITOPU KanbLUMHEBPUHY LIMKAOCNO- PUH i TaKpPOslimyc,
HATOMICTb a3aTiONPWUH HaBiTb He 3apeecTpoBaHMii. LLLo cTocyeTbca meToTpekcaty, To

MOro BCe Wnplle BUKOPUCTOBYHOTb AK B EC, Tak i CLUA.

Likasum € pocsig AnoHii — B iX pekomeHZauiaXx pagATb 3acTOCOBYBATM BUCOKI 403U
MeTUANpea- Hi3010HY BHYTPILWHbOBEHHO, WO € abCOMOTHO HETUNOBUM ANA aMePUKAHCbKOTO i
€BPONENCBbKOro A0- CBigy, 3rAHO 3 AKMM MOBIIbHE HAPOLLEHHA CTEpoifiB AA€E MOry YHUKHYTU
CKOPOMMHYLLOrO MOripWeHHA  CMMMATOMIB  MiacTeHii. Taki HeBiANOBIAHOCTI MiX  pisHMMK
HaLiOHAaNbHUMM AMPEeKTMBaMM NoTpebyloTb NOZANbLIOTO Po3rnagy Ta igeHTudikauii nigrpyn
NaLieHTIB, B AKUX MO3UTUBHI aCNeKTU KOHKPETHOro TepaneTUBTUYHOrO Miaxody nepeBakaTUMyTb
MOro PU3MKM.

Ounpektnen bBpuTaHcbKOi acouiauii HeBpOMOriB WOAO MiacTeHii BigobpakatoTb A0CBIA,
O6’efHaHOro KOPONIBCTBA i, O4E€BMAHO, CMPSAMOBAHI Ha MOJINWEHHA AKOCTI NiKyBaHHA LMX XBOPUX.
X NOPIBHAHHA 3 HWKMMM HaLOHAaNbHUMM PeKOMeHALIAMMN 4EMOHCTPYE NeBHi NPaKTUYHI Pi3HML
Ta HeBIANOBIAHOCTI, ANA PO3B'A3aHHA AKMX HEOOXiAHI NoAanbLi KNiHIYHI LOCAiAKEHHS.
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HIMELLbKI AUPEKTUBU LLLOAC

KAiHi4HI nposBM, naToreHes i Aiky
HEBPOAOriYHOro ToBapucTea (Deutsct

1. BCTYNn

MiacTeHia — aBTOIMYHHUIA pO3nag,
3aXBOPIO-  BaHHA BK/IOYAE KOJIMBAHHA BT
6ynbbapHoi rpynu

MiacTeHif MoXe BUHMKATU AK aBTOIMYHHE 3aXE
TUYHUMM XapaKTePUCTUKamKM abo AK NapaHe
NOB’A3aHW 3 MyX/IMHaMM BUIOYKOBOI 33103
MEXaHi3MiB aBTOTO/JIEPAHTHOCTI B 060X BV
KNITMHHO-ONOCepeAKOBaHOI aKTMBa
aBTOAHTMTIN I3 BUCOKOIO adiHHicTIoabo 1gG
MuSK, LRP4 Ta arpuHom, wo 6epytb yt
NOCTCUMHANTUYHOT MeMb-  paHK Ta CTPYKTY)
NOpYyLUEHHA HEepBOBO-M’'A30BOI  Nepesa
NPeACTaBNeHO AO0Ka3W KAIHIYHMX [ochis,
po3nogineHi Ha: (a) cumnTomaTUYHi meToaw
YCYBaloTb aHTUTING, Ta (B) iMyHOTepanesTH

2.TEPATMEBTUYHI CTPATEII [PY |

3HaYyHOK MIpOIO, He3anexHo Bi/
npuHumnamn. Crparerii NiKyBaHHA MOMXH
m’'a3o0By nepegayy, Ta (6) imyHocynpecwm
TaKNX XBOPWX.

2.1. Cumnmomamu4He /i

IHribiTOopM aueTunxoniHectepaswu, |
CMMNTOMATUYHUM METOA0M /liIKYBaHHA.
33 O0MNOMOroto enekTpodisioNnoriyHnx
Miac- TeHil 'pYHTYETbCA HA HEKOHTPO/IL
TAKOX Ha iHAMBIAYaNbHOMY KAiHIYHO
[OCNIAXKEHHSA WOoAO0 KNiHIYHOI edeKTMBH

MuSK+ nauieHTH 3a3Buuali pearyk
XBOpi. Y umMx BuNagkax noTpibHi B
NpU3BOAUTb A0 3POC- TaHHA PU3UKY CUC

HuHi  anA  TpwuBanoro NiKyBaHH
nepopanbHo. XosiHeprivyHi nobiuHi ed:
mr/poby. OfHaK nig Yac BHYTPILWHbOBK
noeTbca Npo B6poHXOCnasm, rinepcekpe



10. 0. MatsieHko, T. I.

yacTe CeYOBWMYCKaHHA, rinepcani- Baljto, NITAMBICTb, BpaAnKapAilo, aTPiOBEHTPUKYAAPHI BaoKaam,
Mi03 (CMHAPOM XOMHEpPriYHOI IHTOKCUKALi). BHYTPIlUHbOBEHHE BBEAEHHA MipUAOCTUIMiIHY Bpomiagy (B
[03i go 24 mr/poby) 3aBXAM BMMarae MOCTIMHOMO KOHTPO/IIO B YMOBax CralioHapHoro a6o
iHTEHCMBHOrO NiKyBaHHA. HayacTilwmmm cucTemHUmm nobiyHummn - edpektTamu nig, Yac Lboro cnocoby
3aCTOCYBaHHA HA3BaHMX JKIB € LWIYHKOBO-KMLLKOBI pO31agM, Aiapea Ta abaomiHanbHi cnasmu
(npunbamsHo B 30%), rinepcanisauia (npubansHo B 6%), nitameicTb (NpmMbansHo B 4%), 6paavkapaia
Ta aTpioBeHTPUKYAAPHI 6aoKaam (npubansHo B 1%).
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Xnopuga ambeHito nepopasibHO MOXKHA 3aCTOCOBYBATU 3aMiCTb NipUAOCTUTMIHY Bpomiay npu He-
nepeHocMMocTi 6pomMy (LLYHKOBO-KULLKOBI Nob6iuHi edekTH).

2.2.ImyHomepanisa

EdeKTMBHICTb iMyHOCYNpecopiB Npu reHepanisoBaHii Gopmi miacTeHii 3aranbHOBM3HaHa. binble Toro,
MaLEHTU 3 i30/1bOBAHOI0 OYHOI HOPMOIO XBOPOOM AEMOHCTPYIOTb 3HUMKEHY WBMAKICTb NPOrpecyBaHHA 40
reHepanisoBaHoipopMM, KONMBOHUMPUINMAIOTbLINIKK. OLHAKYBENIUKUXPAHLOMI30BAaHUXKOHTPOIbOBAHMX
LOCNIgKEHHAX BY0 OLHEHO MLLE KislbKa iMyHOCYNPeCcUBHUX NPenaparis, Lo Aat0Tb O4HO3HAYHI
O0Ka3n | Knacy Ha KOPUCTb IX 3aCTOCYBaHHS B MALEHTIB 3 MiacTeHiel0. Y AeAKMX A0CAIAKEHHAX (Xxoua
MEeTOAOOMNYHO | CNabKuMx) NO3UTMBHI KAiHIYHI eheKTU NeBHUX MeAMKaMEHTIB LLbOro Kaacy HasiTb He
MOXYTb ByTW floBegeHi. | HaBNaKM, KNIHIYHUX JOCAIOMKEHb WOA0 TPUBAIOCTI Ta KPUTEPITB NPUNMHEHHS
imyHOTepanii mano.
3a3BMYalt Nicns KibKOX POKiB cTabiNbHOI KAIHIYHOT pemicii MOXKVBe JOBrOTepPMiHOBE 3MEHLLEHHA [03
imy-  HOcynmpecuBHMX JiKiB. Pi3ka BigmiHa, 0c06AMBO B K/iIHIYHO HecTabinbHil cuTyauii, moxe
CNPUYUHUTM pi3Ke MOTripLEHHA CUMMMTOMIB MiacTeHil, @ TaKOX MiaCTeHiYHUI Kpu3. B peanbHOCTI K
BiNbWICTb TaKMX MALiEHTIB NOTPebylTb MOMKMUTTEBIO iIMYHOCYNPECMBHOIO JiKYBaHHA, WO CNpUsE
ATPOTEHHUM, YMOBHO MaTOreHHUM iHdeKuiam, Nimpomi Ta iHWUM TAXKKUM MoBiYHUM edeKTam.
3aranbHOKO METOK CMMMTOMATUYHOI Ta iIMyHOTe-  panii NoBMHHa B6yTK NOBHa abo MaliKe NoBHA KAiHIYHa
pemicis.

221, ba3uncHa imyHoTepania

[NIOKOKOPTUKOCTEPOIAN Ta asaTionpuH — npenapatyM neplioro pagy Ana iMmyHocynpecii npwm
MmiacTeHii.  IHWi iMyHocynpecuBHi 3acobu MOMKHA 3aCTOCOBYBAaTM MPU  HAABHOCTI MPOTUMOKa3aHb,
HenepeHocMMocTi abo  HefOCTaTHbOMY KAIHIYHOMY KOHTPONi  3aXBOPIOBAHHA Mif 4yac afeKBaTHO
3aCTOCOBAHOI Tepanii neploro pagy. IMyHocynpecopamu Apyroro paay € uukaocnopuH A (1 noswtusHe
KOHTPO/IbOBaHE  [OC/IfKEHHA), MeToTpeK- caT (1 no3uTMBHE KOHTPO/IbOBAHe AOCAIOMKEHHSA),
MikopeHonat modeTnn (4Ba HeraTMBHI KOHTPOLOBAHI  AOC/NIAKEHHS, XOUa 3 AyKe KOPOTKUM nepiofom
CNOCTEPEXEHHA) | Takponimyc (1 HeraTMBHE KOHTPOSIbOBAHE AOC/IANKEHHA, XOYa 3 AyXKEe KOPOTKUM
nepiofoMm CroCTepeeHHs).

2.2.1.1. [toKOKOpMUKocmepoiou

Y peTpocnekTUBHUX SOCAIOKEHHAX 3acBigYeHo, WO ratoKokopTukocTepoign (TKC), Hanpuknag,
npegHi30/0H Ta MEeTUANPEeAHI30/0H, NOAINWYTb KAIHIYHI CMMNTOMM MPOTATOM TepaneBTUYHOro
nepioay Kifibka TMXKHIB abo micauis (AK Nnpasuao, NpoTarom 4—8 TUxHiIB) NnpnubansHo B 70-80% naui-
€HTIB. Yepe3 nobiyHi edeKkTn TpuBanMi pexum nNpUMoMy TFOPMOHIB MNepopasibHO 3a3BuUYal

NOEAHYIOTb i3 CTepoigo-36epiratouMmm iMyHOCYNpPecMBHUMK MpenapaTamMm — as3aTioNnpPUHOM,

UMKAOCMOpPUMHOM A, meToTpeKkcaToM, mikodeHonaty modetnnom abo Takponimycom. MpoTtarom

nepwux AHiB nicna noyatky Tepanii KC moxXe cnoctepiratmca TMMYacoBe MOripLIeHHA

CUMNTOMATUKM MiacTeHil, 0CO6IMBO B NaLli- €EHTIB i3 BUPAKEHUM ypaKeHHAM bynbbapHMX m’A3iB.

HWHI y KNiHIYHIN NPaKTULLi 3aCTOCOBYOTLCS TPU Pi3HI PEXKMMU [,03YBaAHHA:

1. TlMouaTkoBa A03a eKkBiBaneHTy npeaHi3onoHy 10-20 mr/aoby Ta HapolLeHHA 403K Ha 5 mr/aoby
Ha TWXKAEHb A0 A0CATHEeHHA cTabinbHoi pemicii (B 4o3i npubansHo 1 mr/geHb/Kr macu Tina).
MepeBsara: 3anobiraHHA TMMYacOBOMY NOTIPWEHHIO CUMMNTOMATUKM MiacTeHiT NPOTATOM nepLimx
OHIB NiKyBaH- HA. Hepgonik: NOBifibHE KAiHIYHE NOAIMNLWEeHHSA.

2. MouuHaloTb i3 403K eKBiBaseHTy npeaHizonoHy 1-1,5 mr/ooby/kr macu Tina B KombiHauii 3i
cTepoia- 36epiratouMm iMyHOCYNpecopom A0 iHAYKLii CcTabinbHOI  KAiHIYHOT pemicii Ta
nofanblue 3HUKEHHA [03U Ha 5 Mr/goby KoXKHi 4 TUXKHI 3 METOI0 NOBHOTO NPUNMHEHHA Tepanii
KC. TlepeBara: wBMAKe  KAiHIYHE noAinweHHA. Heponik: TMM4yacoBe MOFipLIEHHA
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PEXMM NiKyBaHHA MOXe NPU3BECTM A0 TUMYACOBOrO MOTiPLWEHHA CMMMTOMIB MiacCTeHii,
NOTEHUiA- HO CNPUYUHUTU MIaCTEHIYHUIA KpU3 Yepes npamy membpaHHy gito TKC. Kpim Toro,
rocTpa crepoigHa MmionaTtia mMOXe B AeAKUX BUMAAKaX CNPUATM 3arasbHOMY MOTipLEHHI0
KNiHIYHOI KapTuHU. Llell pekum nikyBaHHA 3aCTOCOBYETbCA JULLE MPU ABHUX MiaCTEHIYHUX
Kpu3ax i B MOeAHaHHI 3 nnasma- o¢epesom (MP), imyHoaacopbuieto (IA) abo BHYTPILLIHbOBEHHUM
BBEAEHHAM imyHornobyniHy (BBIF) B cTauioHapHMX ymoBax abo AK eNemMeHT iHTeHCMBHOI
Tepanii.

YacToTa 1 BMpaKeHicTb NobiuHMX edekTis TKC KopentooTb i3 TPUBANICTIO Ta KYMYIATUBHOHO L03010.
Oco- 611BO PU3MKYIOTb NALEHTH 3 IHLIMMK CYMYTHIMU 3aXBOPIOBAHHAMM, HAMPUKAAL LlyKPOBUM
aiabetom. AKWO nepenbavysaHa TPUBaAICTbL Tepanii — Bifblue 3 MicALIB i3 3aCTOCYBaHHAM 03U,
€KBiBa/IEHTHOI 7,5 Mr MpeA- Hi30/10HY, TO NaLieHTIB cnig nikyBaTK Kanbuiem (1000-1500 mr/a06y) Ta
BiTamiHom D (400-800 MO/moby) ana 3anobiraHHsA ocTeonoposy. PieHb BiTamiHy D cnig BU3Ha4YaTtv 40
MOYaTKy TaKoro NiKkyBaHHA Ta KOHTPO/IIOBATK MPOTArOM NepioAy, KON BOHO TPUBAE. Y XIHOK nicaa
MeHonay3sm bichochoHaT MOKHaA 3aCTOCOBYBATM A1 NPO-  BiNAKTUKM 0CTeonoposy, cnpudnHeHoro MKC.
[lokasis woao npodinakTmyHoro Bnamey bichocdoHaTis NpoTM ocTeonoposy, cnpuumnHeHoro NKC, Ta
nepenomiB KiCTOK Yy 40/10BIKiB Hapasi HEAOCTAaTHLO AN1A 3ara/ibHUX peKo-  MeHAaaujn. Kpim Toro,
[OLIIbHA racTPONPOTEKLiA 3 4ONOMOTO0 iHTBITOPIB MPOTOHHOI MOMMM YK IHWKX NikiB. Ona
3HUXKEHHA NoBIYHUX edeKTiB AeAKi LeHTPM NepexoAaTb Bif, LWOAEHHOIO 40 a/lbTEPHYIOHOTO peKnMy
nepopansHoro npuiiomy MKC nig yac TpMBanoi Tepanii B AianasoHi HU3bKUX 403. KOPUCHICTb TaKoro

nigxoay
HeobXigHO NepeBipATH B KOHKPETHWUX NALiEHTIB, OCKINIbKM CUCTEMATUYHUX AAHWX HELOCTATHbO.
2.2.1.2. AzamionpuH
AsationpuH (AZA) — HaluacTille BMKOPMCTOBYBAHWIM iMyHOCYNpPecUBHUIA 3acib Ana  NikyBaHHA

MiacTeHii. Lle NypuMHOBMI aHanor, AKWMI LWBMAKO MEeTaboNi3yeTbcA 40 MOXIAHMX LMUTOTOKCUMYHMUX Ta
iMyHOCYMpecuBHUX  OepuBaTiB 6-MepKanTonypuHy Ta TIOIHO3MHOBOI Kuciotw. Lia KucnoTa iHribye
CMHTE3 MYyPUHY W TMM CaMMM TMOTipLIYE aKTUBaALLtO Ta nponidepauito i cnpuynHae anonto3 T- Ta B-
KNITUH 4epe3 BiACYTHICTb MeTaboniyHMX  WAAXIB AN KNOPATYHKY»  HyKNeoTuais. JlikyBaHHSA
PO3MOYMHAIOTD i3 403K 2-3 Mr/m0By/Kr MacK Tifa i3 MOMAMBUM  Ti 3HUMKEHHAM NPU KAIHIYHO CTIMKiN
pemicii go npnbamnsHo 2,5 mr/noby/kr macv Tina i gani — go 1 mr/poby/kr macw Tina. Edekry Big
NiKyBaHHA HE MOMHa OYiKyBaTWU paHille, HiX Yepe3 Kinbka micauis. Pasom 3 TMm goBefeHO  cTepoia-
36epiratounit epekt AZA nig vac TpMBanoro ikyBaHHA. MoeaHaHHA LbOro npenapaty Ta NPeaHi30/MoHy €
e(peKTVBHILWMM, OCKiIbKM CMOCTEepiratoTbCa TPUBaNila pemicia Ta MeHwe nobiuHux edekTiB NopiBHAHO 3
MOHO- Tepanielo LMmMu cepesHUKaMM. Yy 10-20% NaLieHTIB KombiHaLin AZATa
IKC He npuBOAMTb 4,0 AOCTATHBOI KAiIHIYHOI  cTabinizauii Yn pemicii, o BMMarae 3actocyBaHHs CTepoigis y
[103aX eKBiBa/IEHTY NPEAHI30/M10HY NoHag, 7,5 mr/  poby, a B 4OBroTepMIHOBIM NepcnekTUsi noTpebye iHwmnx
iMyHOCYNpecBHUX MeToAiB NiKyBaHHA (TepaneBTMYHA  Pe3nCTEHTHICTb). PanToBa BigmiHa AZA moxe
CMPUYUHUTY MOBTOPHE BUHUKHEHHA CMMMNTOMIB 3aXBOPKOBAHHA a)K [0 PO3BUTKY MiaCTEHIYHOrO Kpusy
HaBiTb Y NaLJEHTIB, AKi NepebyBatoTb Y MOBHIW i CTAbINbHIN KAiHIYHIN pemicil.

MpubansHo y 80% nauieHTiB Ha GOHI NPUMOMY LbOro areHTa MOKHa CrnocTepiraTn 36iNbleHHs
ce- peaHboro ob’emy eputpoumta (MCV), AKe € BUPAXKEHIMM Ta YacTiLMM Yy TepaneBTUYHMX
pecnoHAeHTIB MOPIBHAHO 3 HepecnoHAepamu. 3aBAAKM CBOEMY MeXaHi3my aii AZA npuBoauTb A0
NOTeHLiMHO 3BOPOTHOI NiMmdoneHii B cTauioHapHWX ymoBax. ABCOMOTHA KinbKicTb niMmboumTie
nosuHHa 6yTM B pgjanasoHi 600-1200 KAITMH/MKA, a 3aranbHa KiNbKiCTb felMKkounTis —
nepesuLyBati 3500 KAiTUH/MKA.

AZA — npomeaMKaMeHT, fAKUI MeTabonisyeTbca rAoTaTioHTpaHChepa3ow B aAKTUBHUI
meTabonit  6-mepKanTtonypuH Ta 1-meTun-4-HiTpo-5-Tioimigason. 6-mepKanTonypuH, CBOEHD
Yyeprot, A0AATKOBO MeTaboni3yeTbCa KCaHTMHOKCMAA3oo abo TPMT. IHribiTopu KCaHTMHOKCUAA3W,
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Y HeBeNMKOI KiNbKOCTI nauieHTiB (Ao 1%) rocTpi TAKi nobiyHi edeKTw, Taki AK HygoTa Ta
671t0BaHHA, LUNYHKOBO-KMULLKOBI PO3/1aZM 3 AjapeEto Ta cepLeBO-CYAMHHOI AeKOMMEHCALLED, MOXKYTb
BMHUKHYTU AK iJiOCMHKpPATMYHA roCTpa peakuin; ui edekTn yTpMMyHTb NaLieHTIB Big NoAanblLIOro
npuiiomy AZA. LLL06 BUKAOYMTU TaKi YCKNAZHEHHA, MOXHA PEKOMEHAYBaTU pPa3oBy MepopasnbHy
no3y 50 mr nepes, no4aTKOM TPMBANOTO 3acTocyBaHHA AZA.

Mpu reHeTM4YHO 3yMOBAEHIA HW3bKIN akTuBHOCTI TPMT AZA npu3BoguTb [0 HecnoisaHo
BMPAXKEHOI CUAbHOI Mienocynpecii Bigpasy nicaa noyaTky NikyBaHHA. TeCTyBaHHA Ha aKTUBHICTb abo
reHotun TPMT MOMHa MPOBOAWUTM A0 MOYATKY NiKyBaHHSA, W06 3'AcyBaTy, WO (a) NaLieHTiB, y AKKX
MOBHICTIO BiACYTHA aKTMB- HiCTb LbOro ¢pepmeHTy (4actota 1:300), abo romMO3UTOTHMUX OCIb i3 YiTKO
BMPAXKEHUM OLHOMONEKYNAPHUM No- nimopdismom TPMT He MoxkHa nikyBaTv AZA. OpHak ueW
reHOTUN TPANAAETbLCA AyKe pigko (6amsbko 0,5%). YM nos’ssaHuid BiH i3 BuMLLE3a3HAYEHOIO
iAiOCMHKpaTUYHOI peaKuieto, Hapasi Hesigomo. (6) Y BMNagKax Hag-  3BMYAMHO BMCOKOI aKTMBHOCTI
TPMT AZA moxke WBUAKO MeTaboi3yBaTUCA, HE AaKUM KNIHIYHOTO edeKTy.

MiaBULLLEHUI PU3NK BUHUKHEHHA 310AKICHUX NYXAUH Nif Yyac NikyBaHHA AZA TpUBANICTIO MeHLwe
10 pokiB He € o4yeBMAHMM. Y NAUIEHTIB i3 MiacTeHi€l0 MNOBILOMAAIOTL MPO PiAKICHI BMMAAKM
remMaTooriYHMX 3/10AKICHUX HOBOTBOPIB Ta YMOBHO NaToreHHUX iHdekuin. Kpim Toro, icHytoTb AaHi
npo niABULLEHY YacTOTy LWKIPHOrO rinepkepatosy Ta paky LWKipu Ha ¢oHi npuiiomy LbOro
npenapaty, MWMOBipHO, 4epe3 nigsuweHy ¢oTouyTamsicTb. [auieHTam, aAKi nepebyBaioTb Ha
TpuBanii Tepanii AZA, peKoMeHAYHTb pPerynapHi KoHcynbTauii gepmatonora. Mpu BUHUKHEHHI
reHepaniaoBaHux 60poAaBOK abo MHOMWMHHOI 6a3aniomy [03yBaHHA MeAMKaMeHTy HeobXiaHO
3MeHWNTM abo nepeBecTM XBOPOro Ha iHWWIK npe- napat. [oBiZOMAAAN NPO KinbKa BWUMAAKIB
roctpux GOTOTOKCUMYHMX peaKuii nicna BXuBaHHA AZA npu  miacTeHii Ha @¢OHi iHTEHCMBHOrO
COHAYHOTO OMPOMIHEHHS.

2.2.1.3. LuknocrnopuH A

LinknocnopuH A (CSA) nosis cBoo epeKTUBHICTb Yy NaLieHTIB 3 MiacTeHielo B ogHOMy naauebo-
KOHTPO/IbOBAHOMY K/iHIYHOMY f[OCAigKeHHI 3 pgokasamu | knacy. MpenapaT 38’A3yeTbca 3
LUMTO30/IbHUM MpPOTEeIHOM UMKAodiniHOM y fimboumTax i TUM CaMUM iHFIBYE KanbLii-KanbMogyNiH-
iHOYKOBaHY aKTU- BaL,il0 KaNbLMHEBPUHY MiCAA aHTUTEH-PELLeNTOPHOT CTUMYAALiT, HeobxigHoi ana
aKTMBALil aHTUreH- cneundiyHux nimdounTie, audepeHUiaLii Ta 34iMCHEHHA ePEKTOPHUX DYHKLN.

MOPiBHAHO 3 BULLEHA3BAHWM KNiHIYHMM JochigskeHHAM (MoHoTepania CSA B fo3i 6 mr/po6y/Kr
Macu Tifa Ha ABa OAMHWYHI MPUIAOMM), HUHI MeAMKaMeHT 3acTOCOBYIOTb Y KombiHauii 3 TKC B
HUXYIM 03 (cno- 4aTKy 3—4 mr/goby/Kr macu Tina, 3 NoAasblLMM 3HUKEHHAM 40 2—2,5 mr/aoby/kr
Macu Tina Ha ABa OAM- HUYHI npuinomu). MOHITOPUHT NiKyBaHHA CAif, 34JIMCHIOBATM LINSXOM
3arabHOrO aHanisy Kposi (nepwwuin BuMMip — Yy KiHUi 12-rogMHHOro iHTEpPBany Bif4 OCTAHHbLOrO
npuitomy). NMopiBHAHO 3 AZA, KAiHiYHMI edpekT CSA BMHMKAE WBMALIE — NepeBaXkHo npotarom 4—6
TUKHIB. OaHak CSA mMae HabaraTo WMpPLWIKIK cnekTp MobiyHMX edeKTiB, AKi BUHMKAIOTb 3a1EXKHO Bif,
[03yBaHHA | BK/OYalOTb YMOBHO MaTOreHHy iHoeKuio, mienocynpecito, rinepnnasito AceH,
racTPOEHTEPO/IONiYHI MOPYLEHHS, a TaKoX HedPOTOKCUYHICTL i3 rinepKaniemieto (WO BMMmarae
MOHITOPUHIY GYHKLiT HMPOK nig 4Yac Tepanii) Ta apTepianbHy rinepreHsio. CrneumdidyHmm
nobiyHumn edekTamm € Tpemop, 6ifb roNoBM, NiABULLEHA CXWU/IbHICTb 40 eniNenTUYHMX Hanagis i
piAKO — CMHAPOM 3BOPOTHOI 3a4HbOI ieriKoeHLedpanonarii.

Binbwe Toro, CSA AEeMOHCTPYE YMC/EHHi B3aEMOAii 3 iHWMMM NiKapCbKMMK 3acobamu, Lo
0COBAMBO  aKTyaNbHO AAA AiTHIX Ta MyAbTUMOPOBIAHWMX NauieHTiB i NoTpebye iHTEHCMBHOrO
MOHITOPUHTY.

2.2.1.4. Memompekcam

MeToTpekcat (MTX) BMKOPUCTOBYIOTb YXKe KinbKa AecATUNiTb AAA AiKyBaHHA MiacTeHii. BiH
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edpeKTamum npenapaty € renaToTOKCUYHICTb, BUPA3KOBMIA CTOMATUT, IEMKOMEHIA, aHeMis, iHpeKL;i,
HyZoTa Ta 61t0BaHHA, Biib Y XKMBOTI, FOCTPUIA MHEBMOHIT i piako — nereHesuit ¢ibpos i HUpPKoBa
HeaOoCTaTHICTb.

HesBaxkatouM Ha MOro TpuBane BUKOPWUCTAHHA MPW MiacTeHii, KOHTPONbOBAHUX KiIHIYHUX
[OCNioKeHb  JoHefdaBHa 6OpakyBano. B HelWwoZaBHO NpoBeAEHOMY K/iHIYHOMY AOCNiOKeHHi
nopisHioBann MTX (mo3a — 17,5 mr/TvxaeHb) y 24 naujeHTis i3 reHepanisoBaHo GOPMOIO MiacTeHii i
AZA (2,5 mr/noby/kr macw Tina) woao oro crepoigosbepiratoyoi Aii, 3acBiAYEHO eKBiBANIEHTHUIA edeKT
NPOTArOM 2-piYHOro nepioay NiKyBaHHA.

Takum ymHom, MTX y 403i 7,5-25 mMr/TUxKAEHb Y NOEAHAHHI 3 GONIEBOID KMCIOTOK MOMKHA
po3rnaga- TW AK Nnpenapar 4pyroro pAaay ANA NiKyBaHHA MiacTeHii. Yepes meHLW YacTy B3aEMOAito 3
iHWKMMKM  NiKap- CbKMMM 3acobamu MOMy MOMKHa Big4aBaTM nepeBary, 0cobaMBO B JTHIX
MYNbTUMOPBIAHMX NALEHTIB.

2.2.1.5.  MikogpeHonamy mogemun

MikodeHonaty modetun (MMF) HeKOHKypeHTO iHribye iHO3MH-MmoHObOChaT-aeriaporeHasy
(IMPDH), a oT)Ke, i CMHTE3 MypPUHOBUX HYKAeOTUAiB de novo, Aki ocobamso HeobxiaHi ana
KNiTMHHOT nponidepauii nimpouuris.

Haibinbw nomiTHUMKM nobivHnmn edpektamm MMF € XpoHiYHa Agjapen, remoniTMyHa aHemin Ta
Habpsa- Ku. [oBigomnann  npo  Kinbka  BUMAZKIB  nporpecyroydol  MynbTUdOKanbHOI
nenkoeHuedanonatii Ha ¢OHI  NiKyBaHHA UMM npenapatom. binblwe Toro, BiH BUABMUBCA
TepatoreHHUm. OTKe, nikyBaHHA MMF cnig npy- NWHUTKM B pa3i N1aHOBOI BariTHOCTI AK MiHIMyM 3a
4 micayi go 3auyatrta. [pyM HesannaHOBaHIM BariTHOCTI  MOro CAnig, HeraHo BigMiHUTK Ta
OOTPUMYBaTUCA PEKOMEHAALLN riHeKkonora.

Y Kinbkox obcepBaLinHUX KOTOPTHMX AO0CNIAKEHHAX Wo4o 3actocyBaHHAs MMF B fosi 1500-
2000 mr/pgoby nig ageKkBaTHUM MOHITOPUMHIOM MaLiEHTU 3 MiaCTEHIEHD AEMOHCTPYBaAMN KiHiUHe
NoNWeHHs i3 cTepoia-36epiratoumnm epekTom.

OfHaK y ABOX KAiHIYHMX pocnigxeHH:AX |l dasu meaMKameHT He nepeBepLlyBaB NPeAHI3010H AK
no- YaTKOBa Tepanis i He BUABAB CTepoin-36epiratounx edpekTiB NpoTarom 9 micauis. 3Baxkaroum Ha
BiATEPMYH- BaHHA KAiHIYHUX edekTiB, WO, AK BiAOMO, BUHMKaOTb nig vac Tepanii MMF, nepiog,
CMOCTEPENKEHHSA, AKUMA He nepeBuLLye 36 TUXKHIB, Yy ABOX AocnigxeHHaAX Il da3n BuaaeTbea focutb
KOpOTKMM. Binblie Toro, edekT Big4 npeaHizonoHy 6ys HecnogisaHo pobpum. OTxe, epektn MMF,
MabyTb, HeAOOLUiHeHi Ha OCHOBI METOAO0/IOrMY-  HWUX MOMWAOK. Y MOAANbLKUX HEKOHTPO/SbOBAHUX
KOFOPTHWUX AOCNIAKEHHAX CNpUATAMBUIA edeKT npenapaTy fAK MoOHoTepania abo B MOEAHaHHI 3
npeaHi3010HOM MOKe ByTu 3acBigueHuii Yepes 6 MicAL,iB /liKyBaHHS.

2.2.1.6.  Takponimyc

Takponimyc (TCM), noaibHo o CSA, € iHrBITOPOM KanbUMHEBPUHY, BiH €DEKTUBHO MPUTHIYYE
aHTUreH- cneumdivHy akTMBaLto NimdpouuTie, AudepeHLitoBaHHA Ta NocuneHHA edeKTOPHUX QYHKL
y nimdountax. Moro edeKTMBHICTb NopiBHAHO 3 CSA B 10—100 pasis cubHila. MobBiuHi epeKTH Taki X
cami 11 4iTKo f0303a- f1exHi. TCM 6yB po3pobneHuii B ANOHIi i cxBaneHnii 4aa NikyBaHHA miacTeHii B
Uit KpaiHi. B KibKOX BIOKPUTUX KAIHIYHUX SOCAIAKEHHAX Ta MEHLUMX Cepiax BMNaAKiB nosigomnanu
npo MO3WUTMBHI KAiHiYHi edektn TCM (mosa 3-5 mr/goby) B nauieHTIB i3 MeAMKaMEHTO3HO
pedpakTepPHOIO MiacTeHieto. Y 6araToLEeHTPOBOMY BiZKPUTOMY KOrOPTHOMY AOC/iAXKeHHi B 79 navieHTiB
HW3bKOA030BaHUI TCM (0,1 mr/poby/kr macu Tina) mir 3aMiHUTK KoMbi-
HoBaHyTepanito(CSATanpeHi3010H) i 3abe3neunTnaobpykniHivHycTabinisauito,
BK/IOYAtOUMpeErpecitoTUTpiB aHTMALETUNXONIHOBMX  aHTUTIA. Y paHZomisoBaHomy,  nnauebo-
KOHTPO/IbOBAHOMY, KNiHIYHOMY AochigKeHHi B 80 MaLUieHTIB 3 MiHIMAZIbHOK KAIHIYHOK aKTUBHICTIO B
MeKax Tepanii npegHisonoHom nepopansHo (10-20 mr/ poby) 6yno BuBYEHO CcTepoia-36epiratounii
edekt TCM (go3a — 3 mr Ha A4o6y) npoTarom 28 TMKHIB. MepopanbHi 403U NPEAHI300HY 3MEHLLYBaNU
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noeTanHo, NoYnHaloum Yyepes 4 TUXKHI Big,
pisHMUi mixk TCM i nnayebo woao cepeay
TUMKHIB Mepiody CrnocTepexeHHA. Yepes |
CrOCTePEXKEHb Lie AOCNIAKEHHA He Aano.
Y MALEHTIB 3 MiaCTeHIE0 Ta HEA,0CTATHLOI |
€ Hedppo- Ta HEMPOTOKCUYHUM | AEMOHCTPY!
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222, EcKanauinHa Tepania

2.2.2.1.Pumykcumab ma iHwi MOHOK/I0HAAbHI aHMumina

ICHYE pAa KAIHIYHMX NOBIZOMAEHb | cepilt BMNAAKIB NPo edeKTUBHICTb PUTYKCMMaby —
MOHOKN0- Ha/bHOro aHtTUTiNa npoTtv CD20, wo 3HWUKYE piBEHb UMPKyoUYnx B-nimboumntis y
NaLieHTIB i3 TAXKOM, TepaneBTUYHO pedpakTepHol MiacTeHielo. OgHaK AaHi paHO0MI30BaHMX
KOHTPO/IbOBaHUX AO0C/iAKeHb Bce LWe BiacyTHi. HewopasHo 6yno nposeseHo meTaaHanis 15
HEKOHTPO/IbOBaHMX 06CepBaLliMHUX A0- CAiAMEHb, BKAOYaoUM 3aranom 168 naujeHTis (125 »KiHOK Ta
43 yonosikie; 91 AChR+ nauieHT, 70 MuSK+ xBOpMX, 7 NaUi€HTIB — MOABIMHO CepOHeraTuBHi).
CepepaHiit TepMiH cnocTepexeHHa ctaHoBuB 16 micauis ana AChR+ nauieHTis, 26 micauis 4na MuSK+
naujeHTis i 12 micAuiB ANA NOABIMHO CepoHeraTMBHUX OCi6. Peum [03yBaHHA PUTYKCUMaby
BApPilOBABCA MiXK AOCNIAKEHHAMMU.

3aranbHUI piBeHb TepaneBTMYHOI BignoBiai ctaHoBMB 83,9%. 30Kpema, Liei MoKasHUK b6yB
6inbwmm y MuSK+ nauieHTis (88,8%) nopiBHAHO 3 AChR+ nauieHTamu (80,4%) Ta noaBgiliHO
cepoHeraTMBHUMM xBopumy (85,6%). LLi BigMIHHOCTI MixK piSHMMM rpynamm NawieHTiB i3 MiacTeHieto
He 6yNM CTAaTUCTUYHO 3HAYYLWMMU. PUTYKCMMab byB epeKTUBHMM Y BCiX TEPANEBTUYHUX CXEMAX.

Byno BucyHyTO rinoTesy, Wwo aHTuTiNa IgG 4 npoTn MuSK npoayKyoTbca maiiKe BUKIOUYHO

KOPOTKO- KMBYUYMMM NAA3MATUYHUMM KNiTUHamMK CD20+ Ha BigmiHy Big, aHTUTIN IgG 1 Ta 3 npotun
auetunxoniHoBmx peuentopis AChR, AKi, WMOBIPHO, CUHTE3YIOTbCA AOBrOXKMBYYMMM NaazmoumTamm CD20.

Lle MoXe NoACHUTM TeHAEHLU,jto A0 BULLOI edeKTUBHOCTI pUTyKcMaby B MuSK+ xBopux NOPiBHAHO 3
AChR+ naujeHTamn. Y MuSK+ xBopux, AKi KNiHIYHO pearyoTb Ha npenapar, TUTPU aHTUTIA, AK
NPaBUO, 3HMKYIOTLCA, TOAj AK NeBHA AMcouiaLia MiX TUTPAaMM aHTUTIA | KNIHIYHOIO peakKLieo Ha
putykcumab crnoctepiranace y AChR+ nauieHTiB. Kpim Toro, cnoctepiranacs 380poTHa (xo4a
CTaTUCTMYHO | HE3HAYYLLA) KOPEeNALLA MiXK TPUBAICTIO 3aXBOPIOBAHHA Ta LWBUAKICTIO
TepaneBTMYHOI BiANOBIAI Ha pUTYKcMmab. Lia TeHaeHUia 6yna TakoX NoB’s3aHa 3 nysom
[0BrOXMUBYYMX NA3MATUUHUX KAITUH, KiZIbKICTb AKMX 36iNblUYETCA NApPaNeNibHO i3 3POCTaHHAM
TPMUBANOCTI 3aXBOPHOBAHHA i AKI, TAaKUM YMHOM, NPU3BOAATb [0 SMEHLUEHHA Tepanes- TUYHOrO
edekTy uboro npenaparty. MobiuHi edbekTn 3apeecTpoBaHo y 7/168 nauieHTis (4,2%), 3 HUX iHbeKLiT
— y 4 oci6 (no 1 BunaaKy repnecy, n1Ambnio3y, 6pOoHXiTy i MTHEBMOHIi), TpMBaNe 3HUMKEHHA piBHA B-
KNITUH — y 2 NaLieHTIB Ta cepueBa HegoCTaTHICTb — B 1 nauieHTa. He 6yno 3adikcoBaHO *KogHOro
BMMAZKYy ATPOreHHOi NPOrpecuBHoi MybTUOKaNbHOI NeiikoeHuedanonarii.

OmKe, [HaHi UbOr0O  MeTaaHanizy HEKOHTPONbOBaHMX  0b6CepBaLiiHUX  AOCHIAXKEHb
NiATBEPAMKYIOTb MOK/IMBICTb 3aCTOCYBaHHA PUTYKCMMaby B NaLi€HTIB i3 pedpaKkTePHOO MiacTeHiIEr.
| BCe K TaKu noTpib- Hi baraToLeHTPOBi paHAOMiI30BaHi KOHTPO/IbOBAHI AOCNIAMKEHHA, W06 TOYHO
BCTAHOBUTU eDEKTUBHICTb Ta 6e3neky npenapaTy B TaKUX XBOPUX.

EKynisymab — rymaHizoBaHe MOHOK/IOHa/IbHEe aHTUTINO, WO BNOKYE YTBOPEHHA TEPMiHANbHOIO
KOMMNAEMEHTY, 3anobiratoun GepmeHTaTUBHOMY po3LLenaeHHo komnaemeHTy 5 (C5). HewonasHo B paH-
[0Mi30BaHOMY, MNOABIMHO c/inomMy, naauebo-KOHTPONIbOBAaHOMY, NEpexpecHomy AocAigxKeHHi I
dasn  BMBYANM KNiHIYHY eDeKTUBHICTb eKkynisymaby B 14 nauieHTiB i3 TAXKKOK pedpaKkTopHOH
reHepaniaoBa- HOK MiacTeHieto. MauieHTn oTpuMyBanu 4-TUXKHEBI BHYTPILLHbOBEHHI BAMBaHHA 600
M ekynisymaby abo nnauebo (iHaykuiiHa ¢asa) 3 noganbluMMM CiIMOMA [O0AATKOBUMMK 2-
TUKHEBUMM  BHYTPILWUHbOBEHHUMM  BAMBaHHAMM 900 mr ekynisymaby abo nnauebo (¢dasa
niaTpumkm). WicTb i3 cemu naujieHTis, AKi Npo- TArom 16-TM TUXKHIB OTPUMYyBanK ekynisymab (86%),
[OCATNN NEPBUHHOI KiHLEBOT TOYKM 3-6anbHOro 3HMMKeHHs no QMGS. Binblue Toro, 3arasbHa 3miHa
LbOro nmapameTpa Ta 3arajbHa 3MiHa cepefHbOro nokasHMka QMGS nopiBHAHO 3 MOYATKOBUMMM
NOKa3HMKaMM TaKOXK Oynn OOCTOBIPHO BiAMIHHMMMKM MiX eKynisymabom i nnauebo. MeguKkameHT
nobpe nepeHocMBcA. BullleHasBaHe AOCNIAXKEHHA NIATPMMYE PO/b LbOro npenapaTty B NaLiEHTIB i3
TAMKOK, pedpaKTOpHOI reHepanizoBaHOK MiacTeHieto. Hapasi TpuBae pocnigkenHsa Il dasm
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eKynisymaby npu pedpakTepHii miacTeHil.

KniHiYyHWI fOCBIA TepaneBTUYHOTO 3
BMKOPUCTOBYIOTb MPU PO3CIAHOMY CKAep
Miac- TeHi€l € 0OMENKEHUM, MMTAHHA Np
BUMAAKaX.
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2.2.2.2. Uuknogocdhamio

Lnknodocdamig (CPP) — xnopeTmnamiHOBMIA ankinyroumnin 3acib, Wwo AoAa€ ankinbHi rpynu 4o
OHK. Le 3aBarkae ii pennikalii, yTBOPOIOUYM BHYTPILHbO- Ta MiXKCNipasbHi NnepexpecHi 38’A3KM B
mosiekynax [OHK. CPP moxe b6yTu 3acTOCOBaHMIA Npu TAXKOMY nepebiry miacTeHii nicna Hesgavi
CTaHZApTHOI Tepanii. Kpim Toro, Moro npusHayalTb MNauieHTam, AKi NOTpebyloTb MOBTOPHOI
imyHoagcopbuii abo nnasmadepe- 3y Ha OCHOBI BMCHOBKIB Ki/IbKOX AOCNIAMKEHb Y HEBENUKUX
KOHTPO/IbOBaHUX Cepiax BUMNAAKIB. Y TAXKKUX, GapMaKope3UCTEHTHUX Ta 3arpPO3/IMBUX ANA KUTTA
BapiaHTax miacteHii CPP moske 6yTy BUKOPUCTAHUI AK OCTaHHIl 3acib, OCKiNbKM iCHYIOTb MO3UTUBHI
KNIHIYHI AaHi ANA TaKUX PEXKUMIB NIKYBAHHA:

1. Nynbc-tepania CPP: y £o3i 500 mr/m> nnoui NOBEPXHi Tina KOXHi 4 TUXHI 40 AOCATHEHHA
pemicii npu oAHOYaCHOMY 3aCTOCYBaHHI MepKanToeTaHcybdoHaTy HaTpito.

2. ImyHo- abo mienoabnatusHa Tepania CPP: y o3i 50 mr/moby/Kr macu Tina nporarom 4-x AHis
nocninb i3 NoAanblUMM 3aCTOCYBaHHAM FPaHY/IOLUTAPHOrO KONOHIECTUMYIOOYOro dakTopy
(GCSF), a no- Tim — 3 aBTO- ab0 aNOreHHO TPAHCMNAHTALLIEID CTOBOYPOBUX KAITUH.
KyMynaTUBHI [03yBaHHA i TPMBAANICTb NiKYBaHHA MOBWHHI BYTU peTenbHO 3340KYMEHTOBaHi

yepes 3poCTalouuii pU3nNK NopyeHHs GbepTUAbHOCTI 060X CTaTel i PpU3UK BUHUKHEHHA 3/10KICHUX

nyxauH (y cepeaHbomy — 6an3bko 1%).

Y NOOANHOKMX BUMAZAKAX MOXKHA JOCATTU KYMyAATUBHOI £03K 50—70 r. OCKiNbKM LMX 3Ha4YeHb
[ocA-  raloTb  HabaraTo  WBMAWeE Npu  nepopasbHOMy 3actocyBaHHi  CPP  nopiBHAHO 3
BHYTPILUHbOBEHHUM, 6inbll  Ni3HIM MNOBUHEH 6yTW fiNWWiA cnocid BBeAEHHA. YCKAaLHEHHAMM
Tepanii UMM npenapaTtom MOXYyTb OyTU cepes iHWOro 3M0AKiCHI NyxAWHW, nereHeswit ¢ibpos,
KapZiomionaria Ta gepmaTtodibpoma.

2.3. IHTepBEHLIMHA Tepanis

HacTynHi  TepaneBTWYHi 3axo4WM BUKOPWUCTOBYIOTb  ANA  NPOOINAKTUKM  Ta  NiKyBaHHA
MIaCTeHIYHOTrO KpM3y Ta B 0COBMBUX CUTYaLiAX, HANPUKAAZ, NPY HeCcTabiNbHi MiacTeHii y BariTHUX
Ta OKpemMux BUMaaKax ¢apmMaKopesUCTEHTHOCTI XBOPObM 3 PO3BUTKOM BUPAMKEHWX iHBaiAU3YHOUMX
CUMMTOMIB.

2.3.1. BHYTpIiLLIHbOBEHHUI IMYHOTAOGYAIH

[o cknagy imyHornobyniHis Ana BHYTPILWHbOBEHHOIO 3aCTOCYBaHHA BXOAATb MOIKAOHAbHI
iMy- HOrnobyniHW, OTpMMaHI Bif, KiNIbKOX TWUCAY 340POBUX LOHOPIB. TOYHUI MexaHi3m, 3a
[,0MOMOFOI0 IKOTO  BOHW MPUTHIYYIOTb aBTOIMYHHE 3anasieHHA, OCTaTOYHO He BCTAHOBNEHUI, ane,
MMOBIpHO, BiH nepea- 6ayae 6arato MonekynapHuWx edekTis, onocepeakoBaHux Fab- abo Fc-
dparmeHTamu.

Mobiuni edektn BBIM BKatouatoTb 6inb rosoBK, rinepTeHsito, anepriudi/aHadinakTMuHi pearuii
(ocobnnBo B nauieHTiB i3 HegocTaTHicTiO IgA), aepmaTuTy, iHdekuii (BT abo BipycHuWi renatur),
HabpsK NereHb Yepes ne- peBaHTAXKEHHA PIAVMHOD BHAC/ILOK BUCOKOTO KO/OIAHOMO OHKOTUYHOIO
TUCKY iMyHOTN0BYAiHIB, BEHO3HMI TPOMBO3, aCeNTUYHWMIA MEHIHTIT i remonis. Ix cnig, 3acTocoByBaTh B
no3si 0,4 r/poby/kr macu Tina 5 AHiB nocninb, anbTepHaTMBHa cxema — 1 r/goby/Kr macu Tina
NpoOTArom 2 AHiB NocCninb.

3acBigyeHo, wo BBII 33 edekTuBHicTIO aHanoriyHuii M@ Ta |A B CEHCi CKOpOYeHHA yacy
nepebysaHHA Ha LUBJ nig yac miacTeHiyHOro Kpmsy. binblue Toro, MOro MoHa 3aCcToCOBYBaTH 4N
KNiHiYHOI Nepegonepa- UiiHOI cTabinisauii (BKAOYaOUM TUMEKTOMItO) abo nepen NoYaTkom Nyabe-
Tepanii TKC npu TAXKMX popmax MiacTeHii. YacToTa KNiHIYHOI BiANOBIAI 3rigHO 3 AAHUMM KilbKOX
BIOKPUTUX KANIHIYHUX JocnigXeHb Nexntb y mexax 80%. [na 3actocyBaHHA BBII B cuTyauisx,
BiZAMIHHMX Bif, MiacTeHiYHOro Kpusy (iHayKujiiMHa abo niaTpumytoda Tepanis, MoHo- abo Tepanis,
ap’toBaHTHA [0  IMYHOCYNpPecMBHWX MNpenapaTiB), HEemMae BUCHO-  BKiB  PaHAOMI30BaHMX
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KOHTPO/IbOBAHMX JocnigxKeHb. OaHaK imy
5 pasie no 0,4 r/poby/Kr macu Tina, 3rc
NpoOTAroM TpuWBaniworo nepiogy. [eski
MMOBIpHO, oAep»KaTb CBOI MepeBarv B
3aCTOCOBY- BaTU Yy XBOPWX, AKi MaloT
(ocobmso MKC).
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2.3.2. NArasmadbepes Ta imyHoaAcopOLis

Mpu TepanesTMyHoMy MO nnasmy BiAOKPEMNIOIOTb Bif, CKAAA0BUX YaCTUH KPOBI 1 KOMNEHCYIOTb
3aMiCHOIO pigMHO0. TakMM YMHOM, Ue HecneuudiyHMin MeTos NiKyBaHHS 3 BUAANEHHAM UjiNbHOT
nnasmu. TepaneBTUYHWI edeKT FPYHTYETbCA Ha eniMiHaLLii LMPKYNIOHUYMX, NATOrEHHUX, iIMYHHUX
daKTopiB, BKAOYAOUM aBTOAHTUTING. | HaBnaku, |A € BiNblW CENEKTUBHO METOAMKOI BUAANEHHA
QHTUTIN WAAXOM 3B’A3yBaHHA 3 NEBHOO MaTpuLeto (Hanpukaag, 6inkom A abo TpuntodaHom).

M® ycniwHoO 3acTOCOBYOTL ANA /liIKYBaHHA MiacTEHIYHOro Kpusy. binblue Toro, BiH KOPUCHWI B
Te- panii dapmMaKopesUCTEHTHOCTI AAA nepefonepauiiHoi  crabinisauii nauieHTiB  (BKAOYatOUM
TMMeKToMIlo) abo nepepq, iHiujauielo BMCOKOA030BOI Mynbc-Tepanii TKC npu Taxkomy nepebiry
MiacTeHii. Ik NpaBWNO, [0 [AOCATHEHHA KANiHIYHOI pemicii npoBoaATb 6—8 ceaHciB. be3 cynyTHboOI
iMyHocynpecii KniHiYHUI edeKT TpUBaAE MPOTATOM KiIbKOX TUMKHIB 3aBAAKM MOBTOPHOMY CUHTE3Y
naToreHHUX aBTOAHTUTIN.

Micna KOXKHOrO OKPEeMOro ceaHcy NoTpibHa 3amicHa Tepania anbbymiHOM, a B pasi BTOPMHHOIO
pediunty imyHOornobyniHy moxxe 6yTM npoBeAeHa 3amicHa Tepania noniBaneHTHUM IgG.
BucHarkeHHA aKToOpiB 3ropTaHHA KPOBi TaKOX OBMEXKYE 4acTOTy /iKyBaHHA Ta noTpebye Tepanii
aHTUKoarynaHTamu. [pu miacteHiyHomy Kpusi MNP i BBII € oaHaKoBO epeKTUBHUMM, iX MOXKHA
BMKOPUCTOBYBATU €eKBiBaNeHT- HO. PaHoomi3oBaHe KOHTPONbOBaHE AOCANIAMKEHHA He BUABWUIO
CYTTEBOI pi3HMUi MiX oboma TepaneBTU4- HUMKM cTpaTeriamu. Kpim TOro, KOHTPO/bOBaHe
nepexpecHe AOCNIOKEHHA Ta PETPOCMEKTUBHE KOrOpTHE [AOCNIAKEHHA TaKOX He 3acsiguman
3HAYyLWOi pPi3HMLi. HeaaBHE NOPiBHANbHE AOCNIAKEHHA 3 yyacTio 84 NaUiEHTIB i3 cepegHbOTAXKKOL
Ta TAXKO MiacTeHieto (KinbkicHuii 6an miactenii [QMGS] >10,5) Ta Kni- HiYHUM 3aroCcTpeHHAM
TAKOXK 3acBigumMno nofibHy epekTmBHicTb BBIM Ta MNP WoA0 NEpPBUMHHOI KiHLEBOI TOYKM 3HUNKEHHSA
nokasHuka QMGS (69% ana BBIT T1a 65% ana M®), a TaKoXK BTOPUHHMX KIHIYHMX Ta
enekTpodizioNoriyHMxX KiHLEBMX MOKa3HWUKIB NpoTarom 60-LeHHOro Nepiosy CnoCTEPEXKEeHHS.

HuHi 3amictb MNP yacTto 3actocoBytoTb IA AK ANA NiKYBaHHA MiaCTEHIYHOro Kpusy, Tak i Ana
nigTPMMy- to40i Tepanii NaLiEHTIB i3 HEQOCTATHIM KOHTpOeM XBOpobu abo MpPOTUNOKa3aHHAMM ANA
CTAaHAAPTHOrO  IMyHOCYNPECcUMBHOTO NiKyBaHHA. 3acsigyeHo, Wo |IA ekBiBafeHTHO edeKkTUBHaA npu
NikyBaHHI MmiacTeHii, nogibHo go M®. [do ii nepeBar MOXHa 3apaxyBaTW BiACYTHICTb noTpebu B
3aMicHilt Tepanii 6iikamu NaasmyM  Ta paKTOpPamMM 3ropTaHHA, WO 3abe3rneyvye MOKANBICTb WBUAKOTO
3ab0py 3Ha4HO Binblmx obcaris nnasmu, Hixk Npu M. binblwe TOro, ycknagHeHHA Ta NobivHi edpekTn
LbOro meToay, MMOBIpHO, 3HAYHO MeHLUi, HixK MP.

2.4. TumekTOoMIs

TUMEKTOMIO B MALEHTIB i3 MiaCTEHIEIO 3aBXAM CNif, BUKOHYBATKM 3a CTabiNbHUX KAIHIYHMX YMOB,
T06TO  nicnAa  epeKkTMBHOrO nonepeaHbOro  /likyBaHHA 3  BMKOpUCTAHHAM [KC Ta  iHWMX
imyHocynpecuBHUxX 3axogis i/abo M®/IA abo BBIT, wo 3HUKYE NepuonepaLiiHy cMepTHICTb 40 <1%.
KNiHIiYHWIA edeKT TMMEKTOMII B KOHKPETHOro naLieHTa 3a3BMYail NMPOSAB/AETLCA PETPOCNEKTUBHO
yepes Ki/ibka poKiB.

2.4.1. TUMeKTOMIf Npu MiacTeHii Ha oHi TUMOMKU

Mpu TUMOMI NOKa3aHHA ANA TUMOMEKTOMII iCHYIOTb HE3aneXHo BiA, HAfABHOCTI abo KAiHiYHOI
TAXKKO- CTi CyNyTHbOT MiacTeHii abo iHWMX aBTOIMYHHMX CTaHiB.

2.4.2. TumekTomis npu AChR+ miacTeHii 6e3 TUMoMu

BpaxoByoun ponb TUMyca B imyHOMNaToreHesi MiacTeHii, acoLinoBaHOI 3 aHTUALETUIXONIHOBUMMU
AHTUTINAMM, TUMEKTOMIIO PO3rNAAaNnU AK BapiaHT NiKyBaHHA we Big 1942 p. OgHak paHAOMI30BaHi
KOHTPONIbOBaHI AOC/iAXKeHHs edeKTUBHOCTI Liei onepauii AK cam no cobi, Tak i MOpPiBHAHO 3i
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CTaHAAPT- HUMM iIMYHOCYNPECUBHUMM N
6araToLeH- TPOBOro, OAMHWYHO CAir
NMOPIBHIOIOTb PO3LIMPEHY TPAHCCTEPHA
MiacTeHieto 6e3 TUMOMM, KOTPi OTPUMYK
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(Pe3ynbmamu 0ocnidxceHHsA onybikosaHo 8 #ypHasi «The New England Journal of Medicine» y 2016 p.
32i0HO 3 8UCHOBKAMU (i020 a8MoOpie, MUMeEKMOMIs MPoOeMoHCMpPY8asa 814CHI nepesazau Mpoms2om
3-piuHo20 nepiody 8 xeopux Ha miacmeHito 6e3 MmuMomu W00 KAiHIYHO20 MpPo2HO3Yy, nompebu y

imyHocynpecopis, @ makox< nompebu e eocnimanizauii 019 mepanii 3a2ocmpeHe. — [pum. asm.).

npuliomi npedHi3o- aoHy U asamionpuHy, Kinekocmi cumnmomie | pieHa Aucmpecy 8i0

Kpim TOro, TUMEKTOMItO CAif po3rnagatv B TaKMX KAIHIYHMX cuTyauiax: (a) nauieHTn 3
reHepanizo- BaHol GOPMOIO MiacTeHii 6e3 TMMOMM, WOAO0 AKWUX iCHYIOTb AaHi meTaaHanisy; (6)
NaLieHTM 3 O4YHOK GOPMOIO MiacTeHii 6e3 TUMOMU, B AKX MOXKYTb 3aCTOCYBaTM TMMEKTOMIlO Ha
nigcTaBi €4AMHOrO pilWeHHA Yepe3 BIACYTHICTb AOCTATHIX [AOKA3iB  KAIHIYHMX [0CNIOKEHb.
MpunyckatoTb, WO TUMEKTOMIS MPU OYHIM  dopmi 6e3 TMMoMM MorKe 3anobirtu reHepanisauii
MiaCTEeHIYHMX CUMNTOMIB NPOTATOM NOAANbLIOTO nepebiry 3aXBOpOBaHHS.

MauieHTn Bikom 15-50 pokis i3 reHepanizoBaHoto popmoto AChR+ miacteHii 6e3 Tumomu,
MabyTb, OTPUMYIOTb HaWbiNbLi Nepesary Bi4 TUMEKTOMIi, BUKOHAHOI B iHTepBani 1-2 pokis Big,
noYaTKy 3axBopto- BaHHA. OfHaK Ui BiKOBi 06MeKeHHA A0BiNbHI, 1 AeAKi eKcrnepTn He BBaXKaloTb
iX »KopcTkumu. Ona giter i nignitkie Bikom 5-14 pokiB i3 AChR+ miacTeHieto 6e3 Tumomm
BBAXKalOTb JMNWMM BapiaHTOM BWKOHYBATW TMMEKTOMIIO AMLIE MiCNA HeAOCTATHbOI peaKuii Ha
CMMMNTOMATUYHE Ta iIMYHOCYNpecuBHe NiKyBaHHA 4Yepe3 BaK/JMBY pPOJib TUMycCa B PO3BUTKY
iMyHHOI cuctemun. OgHaK geaki AOCNIAXKEHHA CBigYaTb, WO TMMEKTOMIA Y BiLi HaBiTb 1,5 poKy He
noripluye imyHHy GyHKLjt0.

2.4.3. TumekToMia npu MuSK+ miacTeHii 6e3 TUMOMMU

Ha sigmiHy Big AChR+ miacTeHii, natonoria TMMyca NOPiBHAHO PiAKO TPANAAETLCA B NaLieHTIB
i3 MuSK+ BapiaHTOm. BignosigHo, B ogHOMY 3 [OCAIAXEHb He MOMAN [O0BECTU KOLHOro
nosutusHoro edekTy Big TMmekTomii B 15 MuSK+ naujieHTiB, Togi AK aHTMTINA go MuSK ctanm
npeauMKToOpamm mnora- HOro pesynbTaTy Uiei onepauii B iHWOMY gocnigKeHHi. OTXe, HaABHI AaHi
CBiYaTb, O TUMEKTOMIlO, AK MNPaBM/IO, He pekoMmeHAayTb Npyn MuSK+ miacteHii. OgHak, 3rigHo 3
CUTYaTUBHUMM MOBIAOMNEHHAMM, Y Aeakux MuSK+ nauieHTiB 3arasibHUIA CTaH ABHO MOAIMNLYETbCA
nicnAa Takoro BTPYYaHHA i MOro MOXHA pO3rNagaTv B OAMHUYHMX BUMAZKAX i3 MOraHUM KOHTpoaem
3aXBOPHOBAHHA.

2.4.4. TUMEKTOMIS NPU CepPOHEraTUBHIA MiacTeHii 6e3 TMUMoMH

3a pesy/nbTaTaMy PETPOCTEKTUBHOIO KOFOPTHOMO AOC/IAXKEHHA TUMEKTOMIi NOBIZOMAATL NPO
no- AibHi nicnAaonepauinHi pesynbtatv B AChR+ i AChR— nauieHTiB i3 nepiogom cnoctepeskeHHs
npuHaiMHi 3 poKu. Pemicia abo noninweHHs nicna BTpyYaHHa 6yamn B 57% AChR— Ta B 51% AChR+
naLieHTiB.

3arasiom TUMEKTOMIil0 pekomeHaytoTb MuSK— i AChR— nauieHTam i3 reHepanizoBaHolo
dopmoto xBopobu, nogibHo go AChR+ nauieHTis.

2.4.5. Xipypri4yHa TexHiKa TUMEKTOMII

CTaHOapTHOO MpPOLLEeAypOol0 NpU MiacTeHii € po3wMpeHa TPaAHCCTePHasNbHA TUMEKTOMIA 3
BMCiKaH- HAM yCbOro TMMYyCa i PEeTPOCTEPHasIbHOI XMPOBOI TKAHUHM, MeTa AKOI — MaKCMMaNbHa
TUMeKTOMIA. OLHAK MiHIMAaNbHO iHBAa3MBHI BTPYYaHHA CTalOTb yce NOMyAAPHILIMMU.

He3Barkatoum Ha Te, WO MOPIBHANbHI AOCNIAMEHHA PI3HUMX OMEpPaTUBHUX TEXHIK He MOXKHa
no- piBHIOBAaTUM 4epe3 HaABHICTb 6araTbox YycKnagHioloumx dakTopis, y AniTepatypi €
NoBiAOMNIEHHA NPO  PiBHO3HAYHY edEeKTUBHICTb TepaneBTUYHUX | KAiHIYHUX cyporaTiB. OTxe,
MafoiHBa3WBHA TUMEKTOMIA € asbTePHAaTUBHUM BapiaHTOM 30/10TOMY CTaHAAPTY — PO3LUMPEHIiN
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TpaHCCTePHaNbHI TMMEKTOMIT, i BUKOf
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3. BUCHOBOK

MiacTeHia — aBTOIMyHHe 3axBOPIOBaHHA, OnocepefKoBaHe MOPYLIEHHAM HepBOBO-M’A30BOI
CMHaNTUYHOT Nepeaaui. Moro xapakTepHa K/iHiYHa 03HaKa nosnarae y $AloKTyalii BTOMIOBAHOCTI Ta
€NabocTi, WO 0XONNtKTb O4HI, By bbapHI M'A31 Ta M A3M NPOKCUMaNbHUX BiAAINIB KiHLIBOK. Po3nag,
MOXE BUHWMKATM AK aBTOIMYHHE 3aXBOPIOBAHHA 3 YiTKMMMW iMYHOTEHETUYHUMM XapaKTepUCTUKaMu
abo AK napaHeonaacTUYHUIA CUHAPOM, NOB’A3aHMI 3 NYXIMHAMM BUIOYKOBOT 3a103U. MopyLLeHHA
LEeHTPaNbHUX TUMYCHUX | nepudepuyHMX MexaHi3miB aBTOTO/MIePaHTHOCTI B 060X BMMaAKax
BBAXKalOTb CMPUATINBUM ANA aBTOIMyHHOI CD4+ T-KNiTMHHO-ONOCepeAKOBaHOI akTMBaL,ii B-KAiTUH i
CUHTE3y NaTo- reHHMX aBTOAHTUTIN i3 BUCOKOO adiHHicTIo abo 1gG nigknacis 1, 3 abo 4.

Lli aBTOaHTUTING 3B'A3yI0TbCA 3 peLenTopammn auetTuaxoniHy abo MuSK, LRP4 Ta arpuHom, Lo
6e- pyTb y4yacTb Yy KjacTepusauii aueTUNXONIHOBUX PeLenTopiB y Mexax MOoCTCMHANTUYHOI
MemMbpaHM Ta CTPYKTYPHIN NiATPUML| HepBOBO-M'A30BOrO CUHAMCY.

Crparerii NiKyBaHHA MiacTeHii MOXHa PO3NOAiAMTM Ha: (a) CMMMNTOMATMYHI, WO MOJErwyoTh
HepBOBO- M'A30By Nepegayy (iHribiTopu auetTunxoniHectepasm), (6) HanpaAmM, METOKO AKUX €
3HUMKEHHA BMICTY aHTuTin (BBIF, M® abo IA) npu HeBigkNagHOMY TepaneBTUYHOMY BTPYYaHHi, Ta (B)
imyHoTepanesTuyHi (TKC ntoc asaTionpuH, UMKAOCNOpUH A, meToTpeKcaT, MikopeHonaty modetnn
abo Takposimyc A4n1a ocHoBHOI Tepanii, uMkaopochamis abo putykcMmab gns eckanauiiHoi Tepanii)
AK eNemeHT niagTpumytoyoi Tepanii. EKcnepumeHTanbHi NikyBanbHi MeToau (iHWI MOHOK/IOHaNbHI
aHTUTING, iHribiTopM npoTeacom, iMyHo- abo Mienoabnsauis, a TaKoXK TpaHCMaHTauia CcToBHYpoBMX
K/ITUH) 3aCTOCOBYIOTb /MLIEe B OKPEMMUX PiAKICHMX BMNaJKax. 3BaXKaluu Ha poab TUMyca B
iMmyHOnaToreHesi miacTeHii 3 paHHIM NOYaTKOM Ta acoLiMOBaHOI 3 TUMOMOK, TUMEKTOMID Chif
BMKOHYBATM MicAs AOCTAaTHLOI KNiHIYHOT cTabinisauii xsoporo.
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ANOHCHKI AUPEKTUBU LLLOA

Po3po6GAeHi rpynoio ekcneprTir
AINOHCbKOrO TOBAPUCTBA HEUPOIMYHC
TOBAPUCTBA  AMTAHOI HEBPOAOTil i
MiHicTepcTBa OXOPO- HU 3A0POB'S, N

(ckopoyeHuit BMKAAL)

1.BcTyn

MiacTeHis — HalinolmpeHiwe aBTC
HiCTb 3pocTae He nuwe B ANOHI, a 1
KiIbKOCTi  BMMNagKiB xBopobu i popm 3
aH™MTina go AChR BigirpatoTb Koy«
NOBIAOM/IEHHA MPO POab aHTU- Tin 0
3aXBOPOBAHHA.

3aBAAKM 3aCTOCYBAHHIO BUCOKMUX
NawieHTiB BiAYYTHO 3HU3MNACA, PA3OM 3
a cTepoia-iHAyKoBaHi NobiuHi epekTn Y
HOBMX TepaneBTUYHMX OfLii, HacTas
MiacTeHii ¥ imnemeHTyBaT! HOBI CTPAT!
MiacTeHIYHMUX naujieHTiB 6e3 TMmomu Bir

Llelt ornag npeacTaBnse KaiHTeC
MiaCTeHii, Lo, Ha Haly AYMKY, € CBOEPI,

2. PYHAOMEHTOABHO chirocodis A

PekomeHpaauii
® [loBHa pemicia ManoaocaAXHa npu
cnig
6paTu 40 yBaru Toi GaKT, WO BOH
[,06pPOT AKOCTI }KUTTA i NCUXIYHOTO
® [lepLw oo METOO NiKyBaHHA 3aXBO|
XBOPKOBAHHA NpU 403i NpeaHi30(
npoueci cnig Hamaratuca AOCArT
® Y BMNaAKy reHepasnizoBaHoi Gopmu
CKOPOYeHHA nepioay Yacy, Koam ¢
AianbHicTb. 03K Npenaparis, AKi I
® |MmyHOTepania € 3aBXAM Neplwmnm M
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Y 1970-1980-x pp. OCHOBOIO NiKyBaH
KopTukocTepoigis (1 mr/krabo 50-60 m
BMMAAKIB i CMepTHOCTI, a
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TAKOX MONIMWEHHA AKOCTI KUTTA. Xoua Mpu LUbOMY I MOAIMLIYBAAMCA CUMMNTOMM 3aXBOPIOBAHHA,
HeobxigHi 6ynn MOMIpHO BWCOKI [03M npenapaTiB, KOTpi cnig, 6yno 6w npuiimath NpoTarom
TPMBANIOrO Yacy, Yactumu 6ynu 11 NobiyHi peakuii Ha nikKM. PiBeHb MOBHOI pemicii npu miacTeHii
3a/MwWwasca  HU3bKUM (15% Ta HWKYe) HaBiTb MiCAA MacoBOro MOWMPEHHA MepopasbHUX
TNIFOKOKOPTUKOIAIB i IX NPOSIOHTOBAHOTO NpuUitomy.

HepaBHO 3a3HayeHO, WO B 6araTbox i3 LMX MaLiEHTIB 3HMMKEHA SAKICTb XWUTTA, WO CTano
HaCNiAKOM MepcUCTYIOYMX CMMNTOMIB abo HegoCTaTHbO 3HWMMKEHOro PiBHA NepopanbHUMX 03
CTepoigHMx nikiB. Jlikapi 4acto 3a3HalOTb HeBAa4yi Yy BWM3HAYeHHi Aiana3oHy He3a[0BONEHHA
XBOPUX CBOIM CTaHOM. Y 6inblwocCTi BUNaaKiB nepebir miacTeHii TpuBanunii (3a3Bmnyait NOKUTTEBMI).
OCKiflbKM MOBHA pemicia mMa- N040CAXKHA, TepaneBTUYHOK METOK Ma€e CTaTU fAKHaMcKopile
3abe3neyeHHA BUCOKOI AKOCTI KUTTA Ta MOB’A3aHOr0 3 Hel 3340BOJIeHHA naujeHTa. Woao uporo
iCHY€e He3anepeyHin KOHCEHCYC cepen, NiKapiB He3aNeXHo Bif PiBHA AOKa3is.

3rifHO 3 BUCHOBKaMM nepexpecHux 6araToLeHTPOBUX AOC/IAKEHb MiacTeHil, YAHHUKAMK, [0-
CTOBIPHO MOB’A3aHMMM 3 NOFAHOO AKICTIO ¥KUTTA Ta NCUXIYHOIO 340POB’A, € HEAOCTATHE MOAINWEHHA
MOTOPHMX CUMMNTOMIB i pPIiBHA MepopanbHUX CTepoiais. [OBroTepmiHOBI HACAiAKM OCTAHHIX
BMNMBAIOTb Ha AKICTb XKUTTA PISHUM YMHOM — MOYMHAKOYM Bif, MOFipIEHHA 30BHIHBbOTO BUTNAAY
(KywuHroin) A0 BW- HWMKHEHHA LWyKpoBOro pgjabety, octeonoposy abo pgenpecii. MepopanbHe
3aCTOCYBaHHA MIOKOKOPTUKOI- AiB NiAgBULLYE NowmMpeLicTb aenpecii Ta micauenoaibHoro 06amyus,
nouYnHatoumn 3 gosn 7,5-10 mr/ goby, ranbmyroum coujasbHy akKTMBHICTb NaujieHTa. Tomy Ui areHTu
CNif, NPU3HAYATU B HUXKYMX [,03aX.

AHani3 AaHWX AK NEPEXPECHUX, TaK i NO3A0BXKHIX 6AaraToOLEHTPOBUX JOCNIAMKEHD CBIAYMNTD, LLO
M 3axBOptOBaHHA NpwW NepopasbHii 403i NpeaHi3010Hy 40 5 Mr/aoby € TepanesTUYHOK METOL,
[OCAXKHOK B Bi/IbLUOCTI MALJEHTIB, WO CyMipHE 3 iX 3a40BOIEHHAM, 3araJloM EKBiBa/IEHTHMM MOBHi
CTabinbHIM pemicii. Y unx AMPeKTUBaX He iIrHOPYTbCA TPAAULIMHI MeTOAM NiKyBaHHA BUCOKMMU
[03aMu CTepoiaiB 3 ecKanauieto Ta geeckanauieto. MNpoTe Taki nigxogun cnpasai nos’a3aHi 3
NoripweHHAM AKOCTI XUTTA, iXx Tpeba 3acTtocoByBaTU 06eperkHO. PiBeHb ycnixy HU3bKMIM Npu
nocardeHHi MMM xsBopo6bu B 40608iM 403 NpeaHi30/0HY A0 5 mr/ao6by i3 3acTocyBaHHAM ecKkanauji
Ta geeckanau,ii. OgHi€eto i3 3aNPONOHOBAHMX CTpATErii NiABULLEHHA 3raaHoro PiBHA € 3HUXKEHHSA
0,031 TIIOKOKOPTUKOIAIB | paHHE NpU3HaYeHHA uwe 610KaToPiB KanbUMHEBPUHY, Aani —
arpecusHe 3aCTOCYBaHHA WBUAKOAIOYMUX NPenapaTis A58 LWBUAKOrO NONIMWeEHHA CUMNTOMIB
(cTpaTeria paHHbLOrO arpecnBHOro NikyBaHHsA). LLle ogHUM NpuKNa- 4OM € KOMBiHYBaHHA
nnasmadepesy i nynbc-Tepanii ctepoigamu. Konm nikapi He matoTb 4OCTAaTHLOTO A0CBiAY TaKoro
NiKyBaHHA, a NauieHT nepebyBaloTb Y MOXMAOMY Billi, BUCOKI 403U iIMyHOrN06/iHY
BHYTPILUHbOBEHHO 3a/MWaAtOTbCA 6e3MneyHot0 1 ePeKTUBHO anbTePHATUBOL.

Xoya 3a BIACYTHOCTI [OCTATHIX [OKas3iB aHTUXO/HECTepasHi /iKW BMPA3HO MOAIMNWYOTb
CMMMNTOMM MiacTeHii, HUHI iIX He BBa*KaloTb MeAMKaMeHTaMM nepworo psaay. MNpu reHepanisoBaHin
dopmi ix 3acTtocy- BaHHA Bifirpae AOMOMINKHY PoOJib i Ui NiKM HeobxigHO BiAMIHWTK, KoM
iMyHOTepania A0CTaTHbO 3MEHLLYE O3HaKM 3aXBOPIOBAHHA.

3. TumekTOMIs B NALiEHTIB 6€3 TUMOMMU

PekomeHaauii
® TumeKTOMiA MoXKe ByTu epeKTUBHOLO, Ti CNif PO3rnsAaTv B MALiEHTIB i3 MiaCTeHi€l0 3 paHHIM

no- uvatkom (MPM) 6e3 TMMOMWM Yy BWNAAKY MNO3UTUBHWUX PE3YNbTATiB 33 TUTPOM
AHTUXONIHECTEP3HUX AHTUTIN | NPU HAABHOCTI rinepnaasii Tumyca

no-

® TUMEKTOMIIO He BBA*KaloTb METOAO0M NiKyBaHHA MepLIOro pAAy B XBOPMUX i3 MiaCTEHI€l0 3 Mi3HIM

TUMeKTOMIto, 6€3yMOBHO, BUKOHYIOTb YCiM XBOPMM i3 MiaCTEHi€l0, acoLiiOBaHO 3 TUMOMOIO.
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Ha npotueary 7,7%). HassHi nosigomn
TUMeKTOMIi cepeg, oci6 3 MPIMN — ui pe
bepyun [0 yBarM CTaH LpbOro opraHa
TUMekTOMIi npoTarom 1940-1957 pp.,
XTO ii He MaB, MpoTe He Big3Ha4yeHo pi:
1958-1965 pp.i 1965-1985 pp. Lie mox
TUMEKTOMI BHa- CNigOK nowuper
3aXBOPHOBAHHA, KON TUMEKTOMIA MOT
po3rnAanaTh cepes NaLieHTIB, B AKUX  HC
3anyy4yeHHA BM/IOYKOBOI 3an03U €
MeXaHi3MM i CTyNiHb LbOro 3anyyYeHHs
TPUBANOCTi 3aXBOPIO- BaHHA. MopyLieHt
BCiX BMMAAKIB MiacTeHii i Maitrke NonoE
BCiX BUMaKiB miacTeHii).

ABTOpPU Pi3HUX AOCNIAMKEHb CTBEf
TUMOMM JiMLIE B AEAKUX XBOPUX i3 |
3aXBOPIOBAHHA NO- 4anoca y Biyi go 30
peuenTopis i 3 rinepn- nasi€eld TUM)
pagionoriyHo AaiarHoOCTyBaTW rinepn-
TAKOX HeMae MpPeauKTUBHUX MOJEKy
CTOCYETbCA TMMEKTOMIT B OCib i3 miacTet
nosHoi iHpopmoBaHoi 3roaum.

BogHouac y xgopux i3 MPI1, KoT]

HasfBHa aTpodis TMMyca He AyKe pi

pemicia mano- pocaxHa npu MPI He3a
B TAaKOMY pasi 4acTo [A0CUTb
NpeLHi30/10Hy NepopanbHO A0 5 Mr/Kr.
pALY NpY HETUMOMHMX BapiaHTax Miac
ondepeHLitoBaTH 3aXBOPIOB:
(TMMeKTOMIA GYHAAMEHTANBHO T
NOLWMPEHOIO Y BiLi NPMBAU3HO MicA
pOKiB i Bifiblie. Pa3om 3 TUM HasBHI CUT)

TUMEKTOMIl1 Y XBOPUX BIKOM NOHaA

BiKOM 1Oro No4aTKy B KOXHOM0 XBOPO
nopir po3AaiNeHHA PaHHbOrO Ta Ni:
NIEHHA MiXK BOMa rpynamun CTaHOBUTb
LMMKW ABOMA rpynamm BCTaHOBKC
CMiBBIAHOLWEHHA MiXK YO/OBI

3aCTOCOBYHOUM ABOXETAMHUI KAACTEPHMI

4. MlepopaAbHi iMyHocynpecopu

PekomeHaaujii

® BUCOKI [03M nepopasnbHUX KOPT
edeKTUBHUMM  npu MiacTeHii, NpoT
nopora CnpuymHAe 6arato npobne
cTepoigis nepopanbHO Mno- Tpeby:
HanpAMIB NiKyBaHHA

® TpuBane 3acTOCyBaHHA CTepoiais
edekKTiB,
NOTiPLUIEHHAM AKOCTI KUTTA | NCUXIYH

® |HribiTOpM KanbUMHEBPUHY (LMKAOC
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Hemae noBifomneHb NpPo TOYHWI aHani3 LWOAO HACNIAKIB TUMEKTOMIT B nauieHTiB 6e3 Tumomm,
ToMy edeKTUBHICTb LbOro NikyBaHHA 3a/iMWAETbCA HeBigomoto. Cepepg ocib, Wo nepeHecnu ue
BTPYYaHHA, BUABUAW BULLMI piBeHb pemiciit (33% Ha npoTtusary 10%) nopiBHAHO 3 MaLieHTamu 3
MmiacTeHieto 6e3 TMmomuM BiKOM A0 45 poKiB, NpoTe B iHWOMY AOCAIANKEHHI XBOpUX 6e3 TMMomu
Bikom 40 poOKiB i BMLLE He CnocTepiranu Pi3HWULi B PiBHI HU3bKUX pemicin cepen TUX, XTO OyB
onepoBaHuit un Hi (7,7%
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PiBeHb MOBHMX PEMICIN 3aNMLLIAETBCA HU3bKMM MPWU MiacTeHii, 3 L€l npuunHM Harato Takmx
XBOPUX MPUIMMaOTb NepopasibHi areHT NPOTArom TPMBANOro yacy. JoBroTepmiHOBE MPU3HAYeHHsA
TNOKOKOP- TMKOIZIB BULLE MEBHOr0 A030BOr0 PiBHA MigBULLYE MMOBIPHICTb NOBGIYHUX edeKTiB i
NoripLye AKICTb KUTTA Ta NCUXIYHOTO 340p0B’A. OCKiNIbKM AOCATHEHHS NMOBHOI pemicii 3a11LWwaeTbeaA
TAXKMM, Tepanes- TUYHI NIAHWU MalOTb 30CepeaKyBaTUCA came Ha MIATPUMLI AKOCTI XUTTA. binblwe
TOro, Yepes 3pocTaHHA yYactot MMM i KiNbKOCTI NauieHTiB i3 TpMBanuMmn Gopmammn XBopPoOU HUHI
cTano binblie XBOPUX MNO- XWIOTO BiKy MOPIBHAHO 3 TUM, LLO crnocTepiraan 20 pokis Tomy.

CyyacHMM meToAoM MepopasnbHOi iMyHOTepanii neplworo paay npu LbOMy pO3naji Bce Le
3a/M- LWAKOTbCA KOPTUKOCTepoian. bes cymHiBy, BOHU edeKTUBHI ANA MNoserweHHA CUMMNTOMIB
MiaCTeHii, Xo4 | He TecTyBaancA B PaHAOMI30BaHUX KOHOTPO/bOBAHMX AOCAIAKEHHAX. TaKOX Hema
[AHWX NPO Te, UM NliIKyBaHHA BMCOKMMU [03aMU NepopassbHUX TIIOKOKOPTUKOIAIB MiABULLYE PUSKUK
NOBHOI peMmicii Mpy Mi- acTeHii, enigemionorivyHi X AOCAIAKEHHA 3aCBiAYYOTb BiACYTHICTb 3MiH Y
piBHI NOBHOI peMmicii g0 i nicna nepopanbHOro 3aCTOCYBaHHA FOPMOHIB.

CTepoigiHAyKoBaHi Npobnemu CTaloTb BMPAKEHMMU BXKe Npu 4060BUX [03aX NpeaHi30noHy
7,5-10 wmr. Mpwu TprMBanomy NpU3HaYeHHi 4,03a LbOro npenapaTty Ma€ nigTpMMyBaTmca Ha piBHi go 10
mMr/poby abo HaBiTb 8o 5 mr/poby. B ocTaHHbOMY MOBILOMAEHHI 3a3HAYEeHO, WO AocArHeHHA MIT
abo nikoBMX 403 NpeaHi30N10HYy Ta KombiHOBaHe 3acTocyBaHHA nsasmadepesy i /OLCbKOrO
iMyHOrNOBYNiHY LiNKOM MNOEQHYHOTLCA, a 3arajibHa [03a LUbOr0 TFOPMOHANbHOTO areHTa,
NPUAHATOrO MNPOTATOM OCTAHHLOTO POKY, HEraTMBHO Kopente 3 HasBHUMKM MM xBopobu abo
Kpawmm yHKLiOHabHUM CTaTyCOM. |[HWNMM CNnoBamMMm, BUCOKI 403U NPefHi3010HY i TpuBane Moro
33CTOCYBaHHA He rapaHTyloTb Kpawmx Hacnigkis. Tomy 3a BigcyTHOCTI f06poi TepaneBTUYHOT
peakuii 403y TOPMOHANbHOIO CepefAHWMKA CAig, 3HUKYBATM 3 OAHOYACHUM  MPU3HAYEHHAM
nnasmadepesy abo N0ACbKOro iMyHOTrN06yiHY.

3acBiAYeHo, WO iHrBITOPU KanbUMHEBPUHY LIMKAOCMOPUH i TakKpPONiMycC € epeKTUBHUMKU Mnpu
Miac- TeHii. Kosiv BoHM Bneplwe noasuanca B AnoHii, To, 3rifHO 3 HaLiOHAabHUMM PeKoOMeH4aLiAMK,
iX NpU3Ha- Yanu vwe npu HeedeKTUBHOCTI INIIOKOKOPTUMKOAIB. [poTe Noganblumii aHani3 KAiHIYHKUX
pe3ynbTaTiB  3acBiguMB, WO iHriGITOPU KaNbUMHEBPUHY OynM ePEeKTUBHILLMMM B NALLEHTIB i3
KOPOTKOK TPWMBANICTIO  3aXBOPHOBAHHA, TOMY HWHI X BBa)KalOTb aAeKBAaTHUM BWbBOpom panA
arpecuBHOI Tepanii paHHIX cTagin 3axBoptoBaHHA. [py MiacTeHil TaKoX edEeKTUBHUI a3aTioNpwuH,
anie, OCKiNbKM BiH HE MOKPMBAETLCA AMOHCBKOK CTPAXOBOK CUCTEMOLO, MOrO B Ll KpaiHi MacoBo He
3aCTOCOBYHOTb.

LUuknocnopuH — wBUAKoAl0UMIA | BUCOKOEDEKTUBHUIA areHT A5 NPUTHIYeHHSA CMMNTOMIB 3a-
XBOPOBaHHSA B £03i 5 Mr/kr/noby (414 miacTeHii — BUCOKa A03a). [1poTe MOro KOHLEHTpaL,ia Y KPoBi
MmoKe nepesmiysati 200 Hr/mn (0cobAMBO B OrpAAHMX MaLLIEHTIB), MPU TOMY TaKOX CMoOCTepiraloTb
NerKki MigBULLEHHA pPiBHA KpeaTWHiHy i rinepTeHsito. lMowupeHUMM nobiyHUMKM edeKTamu €
3aMamopo- YeHHA, HAbpPAKaHHA | 3ananeHHA ACeH i NoCMAeHWW picT BosocCCA. Xo4ya 3pOCTaHHA
PiBHA KPETWMHiIHY Ta rinepTeHs3ia 3MeHLIYTbCA NPU 3HUMKEHHI 4031 npenapaTy, Moro BUCOKI A03u
CNip, 3acTOCOBYBATM  Mif, YiTKMM MOHITOPMHIOM. 3arasiom i3 no3uuii 6e3neku onTumasbHa
CTapTOBa [,03a LMKAOCMNOPUHY CTaHOBUTL 3 mr/Kr/ooby. Baxkausoto mepesaroto npenapaTy € Te,
O MOro MpU3HaYeHHA 3a3BMYaAl aACOLIOETLCA 3 HOPMA/IbHOK TONEPAHTHICTIO 40 FOKO3U, TOMY
BiH € 4O6pPMM BUOOPOM Yy NaLiEHTIB 3 MiaCTeHiEl0 CTapLworo BiKy.

B ceHci eheKTMBHOCTI NpW LLbOMY 3aXBOPIOBaHHI TaKPONiMyC HabIMKAETLCA 40 LUMKIOCNOPUHY.
IHCTPYKLii nepeabayaoTb HU3bKY 403y (3 mr/aoby) Ana AiKyBaHHA MiaCTeHii — npu TOMY MPaKTUYHO
He CnocTepiraeTbcA MiABULLEHHA PiBHA KpeaTuHiHy. [lepeBipka KOHLeHTpaLii npenapaTy B KpoBi
TAKOX He MNoTpibHa HACTINbKM 4YacTo MOPIBHAHO 3 LMKAOCMNOPUMHOM. TaKpo/iMyc MpoOCTUI Yy
3aCTOCYBaHHi, Mae Hebarato nobiuHux edekTis. MpoTe B NiTHIX NALEHTIB 3 MiacTeHielo Ha GOHi Moro
NPUMOMY MOMKe MOo- TipLIYBATUCA TONIEPAHTHICTb 40 OKO3W. AKLLO TaKPOAiMyC 3aCTOCOBYETLCA Y
XBOPUX 3 Y¥Ke HAfABHWM MOPYLUEHHAM TOJIEPAHTHOCTI A0 I/oKOo3M abo LyKpoBUM fiabeTom, TO L
CTaHWM MaliKe 3aBXAM 3aro- CTptotoTbcA. OTKe, HeobXigHUM perynapHU MOHITOPUHT LLOAO0
po3nagis 0bmiHy ByrneBOAIB, a TAKOX iHiLjilOBaHHA /liKyBaHHA LyKpoBoro Aiabety abo Kopekuis
MeToAiB /liKyBaHHSA (3a noTpeboto).
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Ba)KKo cTBepnsKyBaTW, AKUI Tepar
WEeHHA, KOMW MNpeaHi30N0H nepopan
KaNbLMHEBPUHY (LMKAOCMOPUH abo T:
MNigBuLLEHHA 003K
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nepopanbHUX CTepoigiB  MoXKe OyTM HEMMHYYMM, AKWO MOTYXKHI  MeToau  NliKyBaHHA
(nnasmacdepes, nynbc-Tepania cTepoigamu  abo  NOACBKMIA  iMyHOrn106yniH)  3acTtocyBaTu
HemoxnmBo. OfHaK y TakMX BM- MNagKax chif [OKNACTW BCiX 3yCMAb ANA LUBWUAKOTO 3HWMKEHHSA
0,03YBaHHA NICAA KAIHIYHOrO NOAINWEeHHA.

5.MyAbc-Tepanis MeTMANPEAHI30AOHOM

PekomeHpauii

® BUICOKi 4031 MeTU/INPeaHi300HY B/B ebeKTUBHI NMpu reHepanizosaHin Gopmi miacTeHii, Xxou i
CNPU-  YWHAIOTb CKOPOMMHYLLE MOYATKOBE 3aroCTpeHHA. ToMy Take /iKyBaHHA BMMarae
06epeXKHOCTi Ta 3acTOCYBaHHA afeKBaTHMX 3aX0A4iB LWOAO 3aXMCTy NalieHTa

® [lepepuByacTe 3aCTOCYBaHHA BUCOKUX [,03 METUINPEAHI3010HY MOAIMLWYE CUMNTOMM 3aXBOPIO-
BaHHA, NP TOMY MOKHA 3HM3UTU 4,031 NePOpPaIbHUX CTEPOIAIB Ta PU3MK CTEPOIL-iHAYKOBAHNX
nobiyHMX peakw,in

® [loYyaTKoBE 3aroCTPEeHHA CUMMTOMIB, BUKIMKAHUX BUCOKUMM [,03aMM METUAMPELHI30/0HY, MOXKe ByTH
YaCTKOBO MOM’AIKLLIEHE LWAAXOM NPU3HAYeHHA npenapaTy 6e3nocepesHbo nicaa naasmadepesy

MeTuUnnpeaHi30N0H Y BUCOKMX A03aX € LWBMAKOZLiYMM Ta edeKTMBHUM 3acobom i3 BKpai
MiHi- ManbHUMW TPMBAMMM NOBIYHUMM peakLiamu. Moro Hegonik — 3aroCTpeHHA Nig yac iHidiauii
NiKyBaHHA MiacTeHii, ane ue 4acto HeTpuBanuii deHomeH (2-5 aHiB Big noyaTky Tepanii). Takox
MOMYTb CMOCTepi- raTMca 6e3COHHA Ta 3aMamopOoYeHHs. AKLWO NOYaTKOBE 3aroCTPEHHS YCYHYTU
abo TonepyBaTK, TO Ll npenapaTt — 3pyyYHUit i eGEeKTUBHUI TepaneBTUUYHUIA BUBIp.

3 yCiX KOPTUKOCTEpPOIAiB, WO 3aCTOCOBYIOTbCA MNPW MiacCTeHii, TiIbKM MeTUANPeaHi30N0H
BUABMBCA  edeKTMBHMM MOPIBHAHO 3 naauebo B pPaHAOMI30BAaHOMY KOHTPO/JIbOBAaHOMY
pocnipXeHHi. NoyaTkoBe 3aroCTpPeHHA CMMMNTOMIB, BUKAUKAHUX BMCOKMMW A03amu npenapary,
MoOXKe ByTM 4acTKOBO MOM'AKLIEHe LWIAXOM MOro 3acToCcyBaHHA Bigpasy nicna nnasmadepesy.
JlikyBaHHA NOBMHEH 34iMCHIOBATK /liKap 3 afeKBaTHMM AOCBILOM CTepoifoTepanii i Mwe B ymoBax
cTaLioHapy.

BUCOKI 103K METUNNpeaHi30NoHy He € nepwum BMOOPOM Npu reHepanisoBaHii dopmi
MiacTeHii. ICHYe pWM3MK BMHUKHEHHA KPWU3iB YHACNIAOK MOYATKOBOrO 3arocTpeHHsa, 0cobivBO B
nauieHTie |l Knacy Ta Buwe 3rigHo 3 Knacudikauieto MGFA abo y xBopux i3 6ynbbapHUMMK
cumnTomMamu. Take NiKyBaHHA, AK NpaBWO, CAif4 NPOBOAWUTM NICAA MPU3HAYEHHA NPeaHi30N0HY
nepopasbHo B £03i 5—-10 mr/goby 3 iH- ribiTopamu KanbuMHEBPUHY abo 6e3 HUX. [N 3MeHLWeHHs
NOTEHLiMHUX PU3NKIB Tpeba BXUTK Pi3HUX 3axoAais, 30Kpema: (i) 3HM3mTH gobosy o3y Big 1000 mr
00 500 mr; (i) He 3acTocoByBaTVM rOPMOH 3 AHI NOCMi/Nb, @ 3aMiCTb LbOrO NPOBOAUTU AWLLIE OAHY
iHdysito, a noTim cnoctepirat 3a nauieHTom npotarom 2-5 aHiB; abo (iii) BMKOpucToBYBaTU
MeTUANPpeaHi300H be3nocepesHbo nicis niasmadepesy. AKWO NpPU3HAYalOTb My/bC-Tepanito
cTepoigamm, HeobXxiAHO NiAroTyBaTUCA 40 KPWU3iB i MEpeKkoHaTMCA, WO MaLieEHT OTPUMaB MOBHY
iHbopMaLLito NPO MOXKNMBI YCKNAAHEHHA.

6. AtoACbKMIA iIMYHOTAOBYAIH
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PeKkomeHgaujii
® JlioacbKuiA iMyHOTI06yNiH edeKkTus
edeK- TUBHICTb NPU NErKMX BUMNA/K:
® CTaHZAPTHUI peXxnm Tepanii CTaHOBW
BiZANOBIZATW IHCTPYKLiT BUPOOHMKa
® |Hy3ii NOACLKOro iIMyHOrN06YNIHY :
KiCTb BBEAEHHA CANiJ, KOPUTryBaTU BY
Ma€ CynyTHi cepLeBo-CyAWHHI abo L
® /lloACbKUA iMyHOrN06YAIH ninwui,

HecTabinb-
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JoacbKUn iMyHOTI06YNiH  BHYTPILUHBOBEHHO LUMPOKO BUKOPWUCTOBYIOTb MPU  aBTOIMYHHMX
HEepPBOBO-M’'A30BMX 3axBOPlOBaHHAX. baraTo pgeTanei mexaHismy Horo Aii npu  miacteHii
32/IMWAOTbCA  HEBIAOMMMM, OOHAK MPUMNYCKaKTb, WO BiH NPUrHIYYE KOMMIEMEHTHUA Kackap, i
KOHKYPYE 3 aBTOAHTUTI- J1laMW Ha PiBHIi MOCTCMHANTUYHOI MembpaHU HEepPBOBO-M’A30BOr0 CUHancy.
MopiBHAHO 3 nNnasmadepesom Tepanis UMM CepefHUKOM BMMArae MeHlle cnewiaibHUX 3HaHb i
poceigy 3 6OKy fiKapAa; BiH TakKo)K 6e3- MNeyHiWwwuii, OCKIIbKM He CNPUYMHSAE CKOPOMMHYLLOMO
3aroCTpeHHA NicnA NiKyBaHHA.

PesynbTatn ABOX pPaHAOMI30BAHMX KOHTPO/IbOBAHWUX AOCAIAMKEHb CBigYaTb, WO JIOACHKMUIMA
iMyHO- TN106YyAiH i Nnnasmadepes ekBiBaNeHTHI 3a edpeKTUBHICTIO. OAHAK Yy LUX SOCAIOKEHHAX He
OLHIOBaNIM [0BroTEPMIHOBMX HAcNigKiB. CNupatouncb Ha MaclwTabHe KOropTHe JOCAIAKEHHS, AKe
BK/toYano 1606 crauioHapHWX nauieHTiB i3 6a3n gaHux CLUA, Mandawat et al. pekomeHaywTb
npusHayaTy iMyHOrn06yniH NpKW 3arocTPeHHi CMMNTOMIB Y MaLi€HTIB IITHbOrO BiKy abo 3 ceplio3HUMM
CYNyTHIMW pecnipaToOPHUMK Y¥ CYAMHHMMM 3aXBOPIOBAHHAMMU.

Llei areHT BNAMBAE HA CUCTEMHY FreMOAMHaAMIKY 3a PaxyHOK 36inblueHHsA B'A3KOCTI KpoBi, Tomy
[0- 3yBaHHA Ta WBWUAKICTb BBEAEHHA NOBUHHI BYTW afanToBaHi 40 KOHKPETHOrO NaLieHTa Ha OCHOBI
OLHKM $aKTOpiB pU3NKY, 30KpemMa, LoA0 iHCY/bTy, CepLeBoi Y4 HUPKOBOI HEAOCTATHOCTI M iHLIMX
CTaHiB.

7.NMAasmadcbepes

PekomeHpauii
® [pocTuii, NnoABinHo dinbTpauinHui (MOMN) Ta imyHoaacopbuiiHmuii (IAM) BapiaHTH
nnasmadepesy eksiBaseHTHi 33 ePEKTUBHICTIO

® [nasmadepes eHeKTUBHUI NPK CEPOHEraTMBHIN (LWOAO aHTUTIN 40 ALETUAXONIHOBUX PeLenTopis)
MmiacTeHii

® MpocTuii i MOMN pekomeHayoTb NPU CEPOMNO3UTUBHIN (LLoa0 aHTU-MuSK aHTUTIN) miacTeHil

Mpu MiacTeHii nnasmadepes BUKOHYOTb 3 METOK TMMYACOBOIO MOIMNUIEHHA KAIHIYHUX
CUMNTOMIB LUNSAXOM YCYHEHHA 3 LMPKY/IoYoi naasmmu aHTuTin 4o AchR ta MuSK. BiH nokasaHuii
npv NOCUNEHHI CUMMNTOMIB, Mif, Yac 3arocTpeHHa (ocobanMBO Npu Kpusax), nepes TUMEKTOMIED abo
KOMW iHWi MeToaM NiKyBaHHA HefoCTaTHbO epeKTUBHI. OAMH i3 3aNpPONOHOBAHWUX HECTAaHAAPTHUX
nigxo4is [0 NiKyBaHHA reHepanisoBaHoi GOpMKM 3aXBOPIOBAHHA — paHHA KombiHauia
nnasmadepesy Ta Nyabc-Tepanii CTepoi- Aamu A4 WBUAKOTO MOIMWEHHS CUMNTOMIB.

Y BUCHOBKax MOPIBHANBHUX AOCNIAKEHDb PI3HUX TUNIB Niadmadepesy NoBiAOMAATb NPO EKBi-
BaNeHTHi edpekTn npoctoro naamadepesy, MPM Ta IAMN. KOHKPETHI MeToA0N0riYHI acneKkTn (KifbKicTb
npoueayp Ta 06’em 3abopy nNiasmu) Lie He4OCTaTHbO BUBYEHI.

Mpoctuit nnasmadepes ebeKTUBHUI NPU CepOHEraTMBHIW (LWOA0 aHTUTIN A0 aLEeTUIXONIHOBUX
peuenTopiB) miacteHii. BiAnosiAHO A0 OAMHWYHMX NOBIAOMAEHb, NHOACBKUIA iMyHOrn06yniH Ta AN
BU- ABUANCA HeDEKTUBHMMM, a 3BMYAMHUI nnasmadepes — ayKe edekTUBHMM npu MuSK+
MiacTeHii. B ogHOMY 3 focnigxeHb BUABEHO, WO Npu 3actocyBaHHi NI ycysatoTbes aHTU-MuSK
QHTUTING 1 HasfBHE MOINWEHHA KAIHIYHUX cumnTomiB, Tomy npu MuSK+ aouinbHO npusHayaTu
npocTuit abo M.
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8. NiK yBAAbHI cTpaTerii npu

PeKkomeHgaujii

® HaBiTb AKWO CMMNTOMM MiacCTeHIi
MOXYTb reHepasisyBaTUCA NPOTAT
reHepanisyetbcsa 4epes 6inbl HixX
OYHUMMK M'A3aMK B
iHTepBani 2 pokKiB nicaa NoYaTky, Aol

® [pu ouHin dopmi miacTeHii iMmyHO
[0Ka30- Boi 6asu

® VY naujieHTIiB i3 30BHILLIHbOK 0hTaIbNM
nynbc-Tepania ctepoigamm NnpuBoAy
WAAX MNPU3HAYEHHA LLUX NiKiB

® AHTUXONiIHecTepasHi 3acobu yacTo B
Hii, ane ix ePeKTUBHICTb NPU OYHIN ¢
y 20-50% Bunagkis

® HadaszoniHoBi 04Hi Kpanni edekTn
EANHUM
CMMMNTOMOM MiacTeHii abo Koau e

iHLIMX HanpAMmiB N1ikyBaHHA
OyHa ¢dopma MmiacTeHii yacTo BBar

AMnionia  MOXXyTb MOTipWyBaTU NOBCA}
TAKMX NALLIEHTIB.

MpUBAN3HO B MONOBUHU LMX NaLiel
BW- MaAKiB reHepanisyeTbca NPOTArom
piBeHb reHepanisauii i BOHW 6inbLu
NOBIAOMWUAY, LLLO OYHI CMMNTOMWM A0CAT
20% naLi€eHTIB BUHMKAE pemicia nNpoTs
3rof0M reHepanisyloTbca, 3a- 3HalTb
notpibHo 6inbl HixK 1 pik. Takox Beve
OYHOI A0 reHepanisoBaHoi popmu miact

Hemae 4iTKMX A0OKasiB Woao MeTo
Hali- edeKTUBHIWUM TepaneBTUYHUM
OAHUMKW peTpo-  CMeKTUBHOro A0CAiL
cTtaHoBMB 50% Ta 86% ANA aHTUXONIHEC
npu aunaonii Ui MNOKa3HWKM  CTAHOB
iHribiTopamy  aueTunxoniHectepasun |
po3rnagaT1ca y BUNnagKax, Koam aHTUXO)

IcHye HebaraTo JocnigyKeHb NyibC-
nigxig —cnig  BpaxoByBaTW, AKLWLO
odbTanbmonerito 3 MNOPYLWEHHAM T
3apaxyBaTi TpWBanicTb npu- 611M3HO
KinbkOMa  micauamum  npu  nepopa.
[0BroTePMiHOBUM PU3MK BUHUKHEHHA M
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iHpY3ii meTunnpeaHizonoHy B fo3i 500-1000 mr npoTtarom 3 AHiB. TepaneBTMYHA mMeTa — K
npaBuIo, TPU KYPCU NiKyBaHHA, ane AKWO edeKTUBHICTb HEAOCTAaTHA, MOXKHa MPOBECTU YOTUPU-
n'atb. Mynbc-Tepania o4yHOi GOpPMM MiacTeHii Mae AK HaCAiZOK MOYATKOBI  CKOPOMMHYLLI
3aroCTPEHHA OYHWUX CUMMTOMIB, @ iHOAI — W CNabKiCTb KiHWIBOK, ane Li 03HaKu, AK
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npaBwu/Io, He CAralTb PIBHA KPU3Y i 3arasiom Take NiKyBaHHA 6e3neyHille NOpiBHAHO 3 Tepanieto re-
HepanizoBaHoi dopmu. [icna nynbc-Tepanii 3a3Buyalt MOYMHAIOTL MNEpopasbHe NiKyBaHHA
cTepoigamu 3 MoJanblUMM 3MEHLUEHHAM A03M Ta AOBeAeHHAM ii A0 niaTpMMytoYoi. [HWi nigxoam
00 imyHoTepanii 04HOT GOPMM — BUKOPUCTAHHA iMyHOCYNpecnBHMX 3acobiB 3a NPOTOKONAMMU, LLO
3aCTOCOBYIOTLCA NPU FeHepanisoBaHin dopmi miacTeHii.

OuHi Kpanni 3 o, -aZpeHOMIMETUKOM HaGa30/NiHOM NOCK/IOIOTb CKOPOT/IMBICTL MIO/IIEPOBOTO m’'a3a,
TUM CaMMM MONIMLUYOYM AesKi M A30Bi po3aagmM Ta NTO3 YHACNIAOK YacTKOBOro CMHApPOMY FopHepa.
Y BM- CHOBKax OAHOIO 3 OCTaHHiX 6araToueHTpoBMX OO’€AHAHWMX AOCNIAKEHb 3apPEeECTPOBaAHO
noninweHHAa nTo3y B 71,7% BMNaAKiB Npy NpuU3HaYeHHi O4HUX Kpanenb HadasoniHy 60 nauieHTam 3
MiacTeHi€to.

AIKWO NTO3 NepcucTye i He pearye Ha GpapmakonoriyHe NiKyBaHHA, XipypriyHe BTPyYaHHA MOXKe
BiA- HOBMTM OYHKLiIO Ta 30BHIlWHIA BUMASAL NOBIK. ICHYE Mano AOCNigKeHb WOoAO0 TPUBAAUX
nicnaonepauiiHUX HacAifgKiB y TakKMxX XBOpWUX abo 3 BEIMKMMM pO3MipamuM BUMBIPKK, ane BTPYYaHHA
NoBWHHE AaTWM 406pWUIA  TepaneBTUYHUI edeKT Aue ToAi, KOAW afeKBaTHa CeneKuis nauieHTis,
YacoBi TepMiHM, METOAOOTIA MpouesypPU Ta KOMNeTeHLis Xipypra 6yayTb B3aTi 40 yBaru.

9. Aik yBaabHi cTpaTerii npu MMM a60 B 0Ci6G NOXMAOro BiK y

PekomeHaau,ii
®  (OyHa ¢opma xBopobum 6inblw nowmpeHa npy MMM nopisHAHO 3 MPI 4K miacTeHieto,
acouinoa- Hoto 3 TMomoto (MAT)

® TenepanizoBaHa dopma MIM Kpalle BigryKyETbCA Ha iIMyHOTepanito, NikyBanbHa meTa — M1
3a- XBOPHOBAHHSA MPW NepopanbHOMY NPUIMOMI NpeaHi3010HY B £03i 5 Mr/aoby abo HuxYe —
Linkom
L0CAXKHA. MpoTe NOBHOI pemicii JOCATHYTM BaXKKO HE3a/1eXKHO Bifg, TOr0, BAKOHAHO TUMEKTOMItO
4Yn Hi

3axBOpPIOBaAHICTb HA MiacTeHilo cepep, ocib cepefHbOro Ta CTaplworo Biky 3pocna 3 1990-x pp., 3
€BpPONM NOYMHAOTb HAAXOAUTU NOBIJOMIEHHA MPO Te, WO TaKi BUNALKM 33 4acTOTOK NepeBULLUIN
MP. KniHiko-enigemionoriyHe pocnigxeHHA, nposeaeHe B AnoHii 8 2006 p., BUABUAO 3pOCTaHHA
KifIbKOCTi XBOPWUX Ha MiacTeHito, ocobamso MIM. OckinbKu piBeHb A0BroTepMiHOBOI pemicii npu
LLbOMY 3aXBOPHOBAHHI HW3bKWUI, OCTaHHIM YacoM BiK TaKMX MaLieHTIB cTaB 3pocTatu. Monynauis
XBOPUX 3HAYHO 3MiHMNAcA 3a ocTaHHi 20-30 pokiB, i BiNbLWICTb MALIEHTIB HUHI CEPeAHbOro 4u
NITHBLOTO BIKY.

TKaHWHa BUI0YKOBOI 3371031 Npu MMM 3a3BMYall He LEMOHCTPYE AKMXOCb 0COBAMBOCTEN

NOPIBHAHO 3 aTPODiIYHNUM TUMYCOM Yy NaLieHTIB 3 MPI, TOMy TUMEKTOMIS He € NepPLUMM METOL0M

NikyBaHHsA npu MIM. PiBeHb cmepTHOCTI cepep, ocib 3 MM BULLMIA, Hi*K Y MONOAMX MaL,iEHTIB, ane
e TAaKOXK € HacNiAKOM CyMyTHiX 3aXBOPtOBaHb, MOBIYHUX peaKLiii Ha liKK1 Ta iHWKUX PaKTopiB.
OUiHUTM CUMNTOMM MiacTeHii B NALEHTIB NITHbOIO BiKY BHACAIAOK iHWINX Gi3UYHMX CTaHiB abo
KoMOopbigHOCTEN MOXKe ByTU BarKKo. HeobxiaHuii obepexHuit nigxis, ockinbKkK BigTepmiHOBaHa
AiarHocTMKa abo posnisHaBaHHA yCKAaAHe- HWUX CUMMNTOMIB MOXKYTb MPU3BECTM A0 MOFipLWEeHHA
3axBoptoBaHHA. Cnig perynapHo BUKOPUCTOBYBATU

KiZIbKICHI iHCTPYMEHTM OLiHKM XBOpPOOMU.

HuWHi Hemae A0OKasiB Ha KOPUCTb ONTUMANBLHOTO anropuTmy AikyBaHHA MIM. Lii nauieHTn yacTto
nobpe pearyloTb Ha iMyHOTepanito, a MMOBIPHICTb AOCATHEHHSA iHiLiaAbHOI TepaneBTMYHOT meTu (M
3aXBOPIOBAHHA NpY NepopasbHOMY NPUIMOMI NPeaHi300HY B A03i 5 Mr/goby abo HUKYe) TYT BULLa,
Hi*K npy MPI abo MAT. MauieHTN NOXMAOTO BiKY YaCTO MatoTb CyMyTHi 3aXBOPIOBAHHA 11 0cob61MBO
YyTAMBI A0  NOGIYHWMX edeKTiB KOPTUMKOCTepOiaiB, TOMy iHFIGITOPUM Ka/NbUMHEBPUHY CAipg,
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6e3neyHM Ta epeKTUBHUM TepanesTny
06eperk- HUM LWOoAO WBUAKOCTI iHPYS3il.

10.BucHoBOK

HoBi ANOHCBKI KANiHIYHI peKoMeHS;
pPIEHTOBAHA Ha AKICTb XUTTA NaLi€eHTIB. P
TepaneBTUYHOIO MeTol Mae byt «MI
B 403i 5 Mr/goby abo Hukue». [ns ii Ac
— nnasmadepes, NACbKUIA iMyHOrN06y
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3aCTOCOBYBATM OAHOYACHO, WO6 MiHiIMi3yBaTU nepopanbHi 403U ropmoHiB. Cnig 3a BCAKY LiHY
YHUKATU MaKCMMaNbHUX A03 CTepOo- i4iB AK y pexumi eckanauii, Tak i geeckanauii. Ana nauieHTis
NITHLOTO BiKY /IOACLKNUIA iIMYHOrN0BYNIH €
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