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NPO NNIIKAPCbKWUW 3ACIB ®JIYPEHI3NA AK
IMYHOMOAYNATOP ANA NIKYBAHHA OP®AHHUX
3AXBOPIOBAHb

Mapisa KoBaneHko

JIbBIBCbKUK HaALiOHa/IbHUM MEANYHNIA YHIBEPCUTET iMeHI [JaHnna annubkoro,
JlbBiB, YKpaiHa, Kovalenkomm72@ukr.net

®@nypeHi3ng CTBOPEHO BHAC/IAOK Li1eCrpsMOBaHOro CMHTE3Y CrloJsyK ¢J1yopeHOBOro psay 1a 4o-
CIIAXKEHHS IXHIX XiMIYHMX, Di3nUHMX, 6iO/10riYHNX | hapMaKosoriyHMX BAaCTUBOCTEM.
JocnigxeHHs1 6yan cripssMoBaHi Ha rNepeTBOPEHHS HU3bKOMOJIEKY/ISIPHOI XiMiYHOI Crioslykun B Jli-
KapcCbKkuii 3acié 3a cxemor: «6i0/10riYHO akTuBHa peqyoBuHa — (apMaKosIoriyHni 3acié — nikap-
Cbkuy npenapart». Hagani igeto 6ys10 nepeTBopeHO B peasibHIiCTb | CTBOPEHO HOBUK €(EKTUBHNL
NliKkapcbKuii 3acib. lNpongeHo AoBrui LWsSIX, SIKUKM OXOMJ/1t0aB MoB’sS3aHi MiX cob60ro rasay3i 3HaHb
«HayKa — TEXHOJI0risi — BUPOOHULTBO — hapMaKkosioriss — MeauUynHa — CTaHAapTn J1iKyBaHHSI».
Ha niagcrasi 6ionoriyHux AoCiAXeHsb in vitro 1a in vivo Ha pi3HUX LwTamax MiKpoopraHi3MiB i Buaax
BipyciB BUSIBJIEHO MPOTUMIKPOGHY Ta ripoTUBIPYCHY Aito ®1ypeHi3uay Ta iHLWMX HOBMUX J1yOpEHIB.
LOKNIHIYHI hapMaKoI0riyHi ¥ ekcriepuMmeHTasibHi KaiHiYHI BunpobyBaHHs @ypeHi3ngy rnpoBeaeHi
3aBAsIKN TICHIN HayKOBI¥ crniBripayi 3 BY4EHUMN HaYyKOBO-AOCHiAHMX s1abopaTopii rnpauiBHUKaMu
Kageap MeandyHnx iHCTUTYTIiB, HayKOBO-BMPOBHUYMX rocriogapctsB Touo. OCHOBHI acriekTu:
e BcebiyHe AOKJIHIYHE Ta KJIiHIYHE AOC/IAXEHHS HOBMX Gi0/10riYHO aKTUBHUX CrlOJ1yK ¢h/1yOpEHO-
BOro psigy siK rnepCrnekTUBHUX XemioTepaneBTn4YHuX 3acobiB 415 MeANLMHW | BETEpUHAaPpIi;
e MikpobiosioriyHe, papmakosioriyHe, apMaKkoTEXHOIOMYHE Ta KiHIYHE BUBYEHHS MpoTuTy6ep-
KYJIbO3HOro, rnpoTuxaamigifiHoro, rnpoTnuMikpobHOro, iMyHoMoA4y/1t0BasibHOro i rnpoTuBIipyCHOro
npenapaty ®nypeHi3ngy 1a ikapCbkux ¢oopM Ha ¥ioro OCHOBI.

OnypeHi3ng BBeAEHUN B yKPaiHCbKi CTaHAapTv BUPOBHMUTBA i CTaHAapTy B J1iKyBaslbHO-Mpo-
@inakTnyHux 3akaagax MeauKo-caHiTapHoOi gornoMoru, y rnpoTutTy6epKy/IbO3HUX yCcTaHoBax. Ha
OCHOBI [HHOBAaLiMHOro npoAyKTy — OpPUriHaibHOI yKpaiHCbKOi cybcTaHuii @nypeHisngy, CTBOpPeEHi
nepcrneKkTUBHI JiKkapCbKi popmMu A47151 PI3HUX rasay3ei MeAULINHM.

OnypeHizng (kog GO1A X) HasiBHMI y rpoeKTi «llepeniky pedepeHTHUX npenapariB, SKi MOXYTb
BUKOPUCTOBYBATUCh 1pn AOBEAEHHI €KBIBa/I€EHTHOCTI JliKapCbKux 3acobiB».

®OnypeHizng — npernapat HoBOro Kaacy (Kaacy ¢JsiyopeHiB) 3arporioHOBaHMI 47151 BUKOPUCTaHHS Yy
cxemax JliKyBaHHS BipyCHUX IHeKUit, iMyHOAepILUMTHUX CTaHIB | piaAKICHUX 3aXBOPHOBAHb.

Knro4yoBi cnoBa: nikapcbkuii 3acib, ¢siyopeHu, BipyCHi iHgeKwii, pigkicHi (opgaHHi) 3axBopio-
BaHHSsI.
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DRUG FLURENISID AS AN IMMUNOMODULATOR FOR THE
TREATMENT OF ORPHAN DISEASES

Maria Kovalenko

Danylo Halytskyy Lviv National Medical University, Lviv, Ukraine,
Kovalenkomm72@ukr.net

Flurenizide was created as a result of purposeful synthesis of fluorene series compounds and
research into their chemical, physical, biological and pharmacological characteristics.
The study was directed at converting low-molecular chemical compounds into medication ac-
cording to the following scheme: «biologically active substance — pharmacological compound —
medication». The further task was to turn the idea into reality and create a new effective medi-
cation. It was necessary to consistently go through a long way, which includes related disciplines
«science — technology — production — pharmacology — medicine — treatment standards».
Based on biological studies in vitro and in vivo, antimicrobial and antiviral effects of Flurenizide
and others new fluorenes were detected on different strains of microorganisms and types of vi-
ruses. Preclinical pharmacological and experimental clinical trials of Flurenizide were made owing
to close scientific collabo-ration between scientists from research laboratories members of med-
ical institutions departments, research and production enterprises etc. Basic aspects:
e extensive preclinical and clinical investigation of new biologically active compounds of fluorene
series as a promising chemotherapeutic products for medicine and veterinary medicine.
e microbiological, pharmacological, pharmaco-technological and clinical study of antitubercu-
lous, anti-chlamidia, antimicrobial, immunomodulating and antiviral Flurenizide medication
and farmaceutical forms based on it.

Flurenizide is introduced into Ukrainian production standards and standards in healthcare institu-
tions of medicosanitary help. Based on an innovative product — an original Ukrainian substance
of Flurenizide, promising dosage forms for different branches of medicine was created.

Owing to joint efforts, worthy contributions were made to the development of Ukrainian
pharmaceutical and medical science, to domestic production of effective and safe medicines.
Flurenizide (code GO1A X) is available in the project «Reference list of preparations that could be
used to prove the equivalence of medications».

Flurenisid — preparation of a new class (class fluorene) is proposed for use in the treatment of
viral infections, immunodeficiencies and rare diseases.

Key words: medicinal product (drug), fluorenic, viral infections, rare (orphan ) diseases.

O OCHOBHMX CUHTETUYHUX HU3bKOMOJIEKY-

NAPHUX iIMyHOMoOAYNtoBanbHMX 3acobiB Ha- N~ AN
nexaTtb BiAOMi npenapaTu noxigHi dnyope- / 0 O k
Hy - aMiKCMH (CWMH. TWNIOPOH), MNOXigHi o
aKpuaoHy - uumknodepoH, noxiaHi imigaso-
ny - paubason, noxigHi deHinimigasoriaso-
ny - nesamizon. Y HauioHanbHOMY nepeniky
OCHOBHUX (XKMTTEBO HEOOXiAHMX) NiKApCbKUX

- 2HCI

AMIKCUH (CMH.TWUIOPOH)

3acobiB i BMpobiB MEANYHOro Npu3HAYEHHS Y 2000 p. B YKkpaiHi BNpoBaaXxXeHO HOBUM OpU-
BOHW 3a4mncneHi go imyHoctumynatopis (LO3) riHaNbHWM yKpaiHCbKM Npenapat ®nypeHisng
Ta imyHomoaynsatopis (LO3A). NMpenapaTtu cTu- LWNPOKOro CNEKTPY Ail — MPOTUMIKPO6HOi, Npo-
MYoOTb PyHKUito T-nimpounTiB i daroumnt- TUXNaMiginHoT, NPOTUBIPYCHOI, iIMyHOMOAYNIO-
HUX KNITWH, 3aCTOCOBYIOTbCA AN NiKyBaHHS Ba/ibHOI, paHO3arotoBasibHOT Ta 3HebooBab-

i NpodinakTnkm iHOEKUIMHNX 3aXBOPHOBaHb Y Hoi [41, 46, 47].
pasi BipyCHMX renaTtuTiB, iMyHoaediUMTHMKX,

@BTOIMYHHWUX, OHKOJIOMiYHMX XBOpo6, nimdo-

r'paHy/ibOMaTO3y Ta SIEMKO3Yy TOLLO.
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dnypeHisng

MeTa pob0oTn — nogaTn AoKa3n HayKOBMX A0C/i-
DXXeHb edbeKTUBHOCTI dnypeHisnay K iMyHOMO-
aynsaTopa, NpoTUMiKpobHOro Ta NpoTUBIPYCHOro
3acoby, o0brpyHTyBaT MOX/IUBICTb MO0 3acTo-
CYBaHHSA Yy CXeMax KOMMJIEKCHOrO NiKyBaHHS Bi-
pYCHUX, iMyHOAedILUTHNX, aBTOIMYHHUX, OHKO-
noriyHmx xBopob i piaKiCHMX 3axXBOPOBaHb.

dnypeHisna Mae BMpaxeHy bakTepuumgHy Ta
BipycouuaHy Aito, NO3UTUBHO BMJIMBAE Ha Mo-
KasHWKWM nepudepinHoi KpoBi, NiaABULLYE iMy-
HONOriYHY peaKTUBHICTb OpraHiaMy, HopMani-
3y€ 3aranbHuM ctaH xBopux [8, 10, 11, 16,
23, 25, 27, 29, 31, 32, 38-40,42-44].

3a XxiMiyHOWO CTpyKTypot dnypeHisng Ha-
NIeXXUTb A0 HOBOr0O Kacy JliKapCbKMX 3aco-
6iB — knacy dnyopeHis. ®nyopeHu € mano-
TOKCMYHUMMK peyoBMHaAMKN; BOHM HBe3neyHi ans
OpraHiaMy Ta NepcnekTUBHI AN BMPOBaAXKeH-
HS Yy MNpOMUCIOBE BMPOOHMUTBO M MeauydHy
npakTuky. ®OnyopeHM - HOBWI Knac Jfikap-
Cbkunx 3acobis [45].

€AVHUM CTPYKTYPHUM aHanorom ®nypeHisngy
€ AMIKCWH, SIKNIA BXOAUTb 40 aHaToMO-Tepane-
BTMYHO-XiMiyHOi (ATX) rpynu, koa: LO3AX17.
lMpenapaTu, gKi CTUMYIOTb NPOLECH iIMyHIiTe-
Ty. JlikapcbKi 3acobu nokasaHi Ans nikyBaHHS
BipycHux renaTtuTtie A, B, C, repneTu4Hoi iH-
dekuii, yumToMmeranoBipycHoi iHdekuii, y ckna-
Ai KOMMnekcHoi Tepanii iHdbeKkuinHo-aneprin-
HMUX | BipyCHMX eHuedanoMienitis (po3ciaHui
CKiepo3, nenkoeHuedanit, yBeoeHuedanit
Ta MeHiHroeHuedaniT), y ckiagi KOMMIEeKCHOI
Tepanii yporeHiTasbHOro Ta pecnipaTopHOro
xnamigiosy, Ans nikyBaHHS i MpodinakTuKm
rpuyny Ta rOCTPUX pecrnipaToOpHUX BipyCHUX
iHbekuin. dnypeHiang pekoMeHAoBaHUN Ans
KOMMJIEKCHOI Tepanii yporeHiTasbHOro i pecni-
paTopHOro xnamiaiosy [2-5, 9, 28, 58].

JoBeneHo, wo dnypeHisna BiAHOBNOE IMYHO-
JIOTiYHWI CTaH OpraHiaMy, NO3UTUBHO BMJIMBAE
Ha AMHAMIKYy NOKAa3HWKIB, SIKi XapaKTepusyTb
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T- i B-naHku cuctemu imyHiteTy, dakTopu He-
cneuymdivyHoi pe3ncTeHTHOCTI. MNpenapar ai€e Ha
KMITUHHI Ta ryMopasnbHi NaHKu iMyHiTeTy. llic-
na Kypcy nikyBaHHS ®OnypeHiamaom 36inby-
€TbCS BMICT T- i B-niMmdbouunTiB y nepudepinHin
KpOBi, HOPMani3yeTbCa iMyHOPEryasTopHui
iHAEeKC, 36iNblUYETLCS KOHLEeHTpauis IgA ogHo-
YyacHo 3i 3MiHO piBHSA IgG B cmpoBaTui KpoBi
[12-14, 17-22, 49, 52-56].

EdekTuBHICTb ®NypeHi3nay B NiKkyBaHHI po3ci-
SHOro ckneposy. IMyHoMoayMtoBanbHi BlnacTu-
BOCTI MpenapaTy BnepLue eKCnepmuMeHTanbHo
KNiHiYHO 06rpyHTOBaHO B HAP «KniHiyHa ouiH-
Ka TepaneBTUYHOI epeKTUBHOCTI ®dnypeHisnay
npwn NikyBaHHIi XBOPUX Ha PO3CiTHUA CKepo3
(PC) y 30Hi BUCOKOIro pU3nNKy 3aXBOPIOBAHHS>».
Po3CisHMIN Cckepo3 po3rnsgatoTb SIK MYJSbTU-
dakTopHEe 3axXBOPIOBaAHHSA. Y MOro NOXOAXEHHI
HadaloTb 3HadeHHs BipycHiN iHdekuii, reHe-
TUYHIN CXMNBHOCTI 11 reorpadiyHOMY YMHHUKY.
Tepanisa PC rpyHTYETbCSA Ha Cy4YaCHUX YSBJIEeH-
HAX MPO MNaToreHe3 3axXBOPHOBAHHSA i CrpsMO-
BaHa Ha npodinakTMKy, MOM'AKLIEHHS 3aro-
CTPEHb, MPOAOBXEHHS PEMICIN i nmoninweHHs
dyHKUIOHanbHOro ctaHy xsopux [27, 50].

Y kniHiyi JIHMY imeni OdaHuna lanuubkoro
Brepwe AoCAiAXKeHO iMyHOMOAYNsUinHI Bna-
CTMBOCTI ®nypeHisnay " obrpyHTOBaHO MOX-
NIMBICTb cneundivyHoro nikyBaHHS ekcrnepwu-
MEeHTaNbHOro aneprinHoro exHuedanomienity
3a gonomoroto daypeHiamay Ta noro nepesarmu
Hag TwuMmaniHoM. [ocnig)KeHHs BUABWAW, WO
dnypeHisng, nopiBHAHO 3 TuManiHoMm, nocna-
6110€ BaXKiCTb nepebiry i 3MeHLWYyE KiNbKiCTb
neTtanbHUX GopM. Y KOMMNIEKCHIN MeanKaMeH-
TO3HIilN Tepanii XBOpUX Ha PO3CiIAHUIA CKNEpO3,
®dnypeHi3na HopMasisye HeBpOJIOriYHUIM CTa-
TyC, depMeHTaTUBHY aKTMBHICTb CUPOBATKMU
KpPOBi 1 CTaH KNITMHHOrNO Ta ryMopasbHOro
iIMYHIiTeTYy.

dnypeHisng CTaTUCTUYHO AOCTOBIPHO 3HUXYE
AKTMBHICTb OCHOBHOrO iHribiTopa npoTteonisy -
acrnaptaTtaMiHoTpaHcdepasn (AAT). Ocobnueo
BUpaXeHe 3HMXEHHS piBHSA iHribiTopa cnocte-
piraeTbcsa y XBopmx monogoro Biky (p<0,001).

Mpu nikyBaHHi ®NypeHi3naomMm XBopux 3 noyat-
KOBMMW O3HaKaMu 3axBOPIOBaHHSA HOpMani3a-
uis aktuBHocTi AAT npocTexyBanacb y BCiX
BMNagkax. AKWO X NikyBaHHA poO3no4vYnHau
Ha eTani BaXxkKoro nporpecyBaHHs PC, To, He-
3BaXatoun Ha KOPOTKWUIA Yac Big NovyaTKy XBO-
pobun, akTuBHiCTb AAT He HOopManilyBanacs. Y
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Taknx Bunagkax nNpusHavatoTb NOBTOPHI Kyp-
CU JiKyBaHHSA pPO3CiSIHOrO CK/1epo3y.

CxeMa nikyBaHHS1 po3cCisiHOro ckneposy: ®dny-
peHi3na npusHadatTb B A03i 450 mr (tabner-
kn ®nypeHismay no 0,15 r Tpuui Ha poby)
ynponoBx 21 AHA Yy KOMMJEKCHOMY JliKyBaHHi.
JocnigxeHa aHTMpaauKanbHa W aHTUMOKCU-
OaHTHa aKTUBHICTb dnypeHisuay [24]; paHo-
3arotoBasibHa Ta 3HebontoBanvHa [6, 7]; npo-
TUNyxnmHHa [34, 35] ais.

dnypeHisng y 3acToCoBaHUX A03axX HE BUKIIN-
Ka€ nobiyHMX peakLUin i NOro MoXXHa peKoMeH-
AyBaTu ik edeKTUBHUI 3acib AN BKIHOYEHHS
Yy KOMMJIeKCHe NiKyBaHHS BipyCHUX iHDEeKUin i
XBOPUX Ha PO3CiISHMI CKNepos.

dnypeHi3ng cyTTeEBO MONIMWYE CTaH XBOpPOI
NOAVHN, NIABUWLYE AKICTb 1T XKXUTTH, 3MEHLIYE
PU3MK MaToNoriyHnx 3MmiH. TOMy MOro MoxHa
BMKOPUCTOBYBATWU 3a Pi3HUX opdaHHMX (pia-
KiCHMX) 3aXBOPIOBAHHSAX.

OpdaHHi 3axBoptoBaHHS — Lie piaKiCHi Bpoaxe-
Hi abo HabyTi 3axBOplOBaHHSA, sKi XapakTte-
pU3YIOTbCA BaXKWUM, XPOHIYHMM nepebirom,
nporpecyt4mnmMm nepebiroM, CynpoBOAXKYHOTbCS
dhopMyBaHHAM AereHepaTuUBHUX 3MiH B opra-
Hi3Mi, 3HUXXEHHSIM AKOCTi Ta CKOPOYEHHSIM TpU-
BaJ10CTi XXUTTS XBOPMUX i HABiTb CTAHOB/ATb 3a-
rpo3y A5 iXHbOro XUTTS.

TepMiH «opdaHHi xBopobu» abo «xBopobu-cum-
potn» BBenn B o6ir 1983 p. B CLUA i3 npu-
MHATTAM 3akoHoaaB4yoro akTy «Orphan Drug
Act», akum 6yno Bu3HadeHo 1600 pigkicHMX
XBopob6 HeBigoMOI eTionorii.

KoxHe opdaHHe 3axXBOpPIOBAHHS OKpeMO BBa-
YKAETbCS pigKiCHMM, BoAHoYac, 3a enigemio-
NnoriyHMMu gaHmMu, Big 6 0o 8% CyKyrnHOro
HaceneHHs KpaiH — uneHiB €C cTpaxaarTb Ha
PiAKICHI 3aXBOpPIOBaHHS, a iXHSA 3arajsibHa Kinb-
KiCTb CTaHOBUTb 27-36 MJH XBOpUX, WO Aa€E
nigCTaBM 3a4nUCINTM opdaHHiI 3axXBOPHOBaHHS
A0 BaX/MBOI MeauKo-couianbHOi npobnemu
CUCTEMM OXOPOHM 340pPOB’S Ta CyCninbCTBa B
uinomy.

MepeBaxHa 6inbLUicTb OpdaHHUX 3aXBOPIOBaHb
MatoTb FEHETUYHY NMpUpoAayY, TOMY N0AM 3MyLLe-
Hi XUTW 3 HMMM BCE XUTTHA, XO4Ua He 3aBXAau
CUMMTOMWN 3'ABNSOTbCA BiApa3y nicis Hapoa-
XKEHHSA. 3a AaHUMM EBPOMENCbKOro asbsHCy
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opraHisauir xBopux Ha opdaHHi (pigkicHi) 3a-
xBoptoBaHHs (Rare Diseases Europe), 2 i3 3
opdaHHMX HO30/0riN BUSBASIOTLCA B PaHHbO-
MYy OUTAYOMY Biui, y 65% BMNaaKiB BOHM MalOTb
TSKKUIM iHBanigmsytoumn nepebir, y 50% - no-
ripeHnii NnporHos ansa xutrs, y 35% - npu-
UMHOK CcMepTi y BiUi 40 1 poky, y 10% - vy Biui
1-5 pokig, y 12% - vy Biui 5-15 pokiB.

TpannsieTbCa 3aXBOPIOBAHHA He 4YacTiwe, HixX
y 5-Tn Bunaakax 3 10 Tucsau.

CborogHi onmcaHo 7 Tucsad pisHoBuaiB opdaH-
HMX XBOPO6, a iIXHS KiNbKiCTb LWOPOKY 3pOCTaE.

bnnsbko 80% opdaHHMX XBOpO6 BMHMKAE Ha
reHeTUMYHOMY piBHi. PewwTa po3BMBalOTbLCA Ye-

pe3 OHKOJOriYHi M OHKOremMaTosIorivYHi XBOpPO-
6un, iHdekKLUii, aBTOIMYHHI 3aXBOPIOBAHHS.

Binbwictb opdaHHUX XBOPOO XPOHiYHI, NiKy-
BaTK iX AyXe cknagHo. MNoBHicTiO nobopoTu
TaKi 3aXBOPIOBAHHS MPaKTUYHO HEMOXJ/TUBO.

B YkpaiHi Haka3zom MO3 Big 27.10.2014 p.
3aTBepaxeHo lMepenik pigkicHMX (opdaHHKMX)
3axBOplOBaHb. HannowwupeHiwi Taki:

e XBOpO6M O6MiHY pe4yoBUH;

NopyLeHHs 06MiHY METIOHIHY;

BPOAXEHWI TiNOTUPEeOos;

IOBEHiINbHUI peBMaToigHWI apTpuT;
opraHiyHi aumaypii Ta iH.

Hanbinblw BMBYEHUMM € MYKOBICLMAO3U, MY-
Kononicaxapuaosmn, remodinisa, deHinKeToHy-
pisi, pO3CiSHWMI CKepo3, MHOXWHHa MiefoMa,
xBopoba Nnowe, xeBopoba ®abpi, xBopoba MNom-
ne, ranakTo3eMisi, NpUPOOXEHWUI TiNOTUPEO3.
[eski pigKicHi 3axXBOpOBaHHA Ta iXHI KNiHIYHI
nposieM nogaHo B Tabn.

MpuinHaTo 3akoH «lMpo BHeceHHs 3MiH ao Oc-
HOB 3aKOHOZAaBCTBa YKpaiHW TMpo OXOpPOHY
3400pOB’S Wwoao 3abesneyeHHs nMpodinakTUKm
Ta NikyBaHHS piakicHnx (opdaHHKMX) 3aXBOpHo-
BaHb» Big 15.04.2014 p. N? 1213-VII.

Ane nikyBaHHS opdaHHMX XxBOpob aoporo-
BapTiCHe, a npenapaTtu NOTPIGHO npunMaTh
BMPOAOBX YCbOro »XutTts. Tomy 6e3 gonomo-
r AepXxaBu NauieHToBi He 06inTucs. OpdaHHi
npenapaTu KOWTYOTb AyXe goporo, 60 6inb-
WIiCTb 3 HMX CTBOPKKTbLCA Ha OCHOBI BWCO-
KoBapTicCHMX 6ioTexHonorin, a ansa po3pobku
edeKTMBHUX nikiB Tpeba He oaMH pik naigHoT
npaui Ta MiNbMAOHHI iIHBecTuLii.
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Aeski pigKicHi 3axBOprOBaHHA

FemoparinHmni pgiates 3 rpynu KoarynonaTiii; crnagkoBa xBopoba, noB’sisaHa 3

Femodinis X-XpoMocoMow i Aediuntom akTopiB 3CigaHHS KPOBi; MPOSBASETLCA MAaCUBHUMM

KpOBOTEYaMM Mia 4Yac TpasBM i onepauin abo cnoHTaHHUMKM (y M'a3u, cyrnobu, no-
POXHUWHY Yepena, WAYHOK, KMLWKK i HUPKN)

KapnukosicTb
(cuH. HaHi3M)

KniHiYHMA CMHAPOM, SIKWMI XapaKTepu3ye HaAATO MaaWi 3picT, BiACTaBaHHSA y CTa-
TEBOMY pPO3BUTKY, 3yMOBJ/IEHE rinodyHKUi€et rinogisa; 3picT yonosikie — <130 cwMm,
XIHOK — <120 cM

KapnukosicTtb
rinodisHa

KapnunkoBicTb 3 npornopuinHoto 6yaoBoto Tina i 36epexeHnM iHTeNeKToM, Cnpuymn-
HEHa HeAOCTaTHICTIO NepeaHbOol YacTKu rinodisa

Mienoma

[MyxnMHa 3 po3pOCTaHHAM MIa3MaTUYHUX KIITUH

Mienoma uucneHHa
CMMNTOMHA

YpaXxeHHs1 opraHiB/TKaHWH i KICTOK; XapaKTepU3YETbCSA HasiBHICTIO M-npoTeiHy y
cupoBaTUi i/abo ceudi, KNOHaNbHMX NI@3MaTUYHUX KNITUH Y KICTKOBOMY MO3KYy abo
nasmMouMTOMM

Mienoneikos
(cuH. neskemis rocTpa
MienoreHHa)

dopmMa neriko3y 3 poCTOM KJiTUH-NOMNepeaHNLb Mi€ENoNoesy; ypaxae 34e6inbworo
0Cib cepeaHbOro Ta CTapLloro BiKy; K/iHIYHI NpOsBKW: aHeMis, BTOMa, BTpaTa Macu,
TPOMOOUMTONEHIS | rpaHYNOUMTONEHIA, Nerki «CUHUI», CTiKi 6akTepinHi iHpekuii

Mienoneikos
XPOHiIYHUM
(cuH. nenkos xpo-
HIYHUI MienoigHW,
Mi€N103 XPOHIYHMN)

XPOHIYHWI nerkos, MopdooriyHO NpeAacTaBieHMA FONI0OBHO rpaHynounTamm; xa-
PaKTEPU3YETHCSA YLWKOAXEHHSAM reMonoesy, rnofirnoTeHTHOT CTOBOYPOBOI KAITUHKN 3
K/TOHANIbHOK EKCMAHCIE KNITUH 3 PeUMnpoKHO TpaHCAoKauie 9 i 22 XpOMOCOM
abo nepebynoBOIO reHiB y MEBHIN AiNAHLUI 22 XpOMOCOMMU; CYNPOBOAXYETLCS Cre-
HO- | renaToMerarnieto, rinepnenkounTo3om (>200-300%x10°/n), 6onem ronosu, no-
pYyLIEHHSM CBiAOMOCTI i 30py, rinepTpoMb0oLNTO30M

MykoBicumpaos
(cnH. dibpo3s KicTo3-
HUI NiAWNYHKOBOT
3as51031)

MoHoOreHHe 3axBoptoBaHHs 3 AP-TMNOM ycnaAKyBaHHS; reHepasi3oBaHa eK30Kpu-
HOMaTis, CApUYNHEHA PI3HUMKN MYyTaUiS MM FeHa B XPOMOCOMI 7; XapaKTepuU3yeTbCs
YPaXXEeHHSIM eK30KPUHHUX 3as103 XUTTEBO BaX/IMBUX OpraHiB i cucrem, 3aebinb-
LIOro Ma€ BaXKkun nepebir i noraHmit NporHo3; Hanbinbwi 3MiHM y 6poHXonereHe-
Bill cucTemi, MiAWNYHKOBIN 3an03i, nediHui; KNiHIYHI 03HAKW: MEeKOHiIaNbHUN ine-
yC, CUHAPOM AMUCTasNbHOI iHTECTUHANbHOI O6CTpYKLUii (eKBiBa/IeHT MEKOHiaNbHOro
ineycy), creatopesi, BMNadiHHA MpsSAMOI KULWIKK, NaHKpeaTuT, aiabet, obCcTpyKUis
HUXKHIX ANXanbHUX LWAAXIB TOLLO

Mykononicaxapupaos

XBopoba 3aebinbworo 3 AP-TMNOM ycnaaKyBaHHS, 3yMOB/IEHA NOPYLUEHHSAM 06Mi-
HY MYKOMNONiLYKPWUAIB YHACNiAOK Aii cneundiyHnx ni3oCoOMHUX (PepPMEHTIB

Cknepos

YWinbHEeHHs opraHa, 3yMOBJ/IEHE 3aMiHOK MOoro 3arnbnmnx dyHKUioOHanbHUX ene-
MEHTIB BOJIOKHUCTOK TKaHMHOIO

Cknepos3 po3cCisHumn
(cnH. cknepo3
YNCITEHHUI)

XBopoba LUHC, saka xapakTtepmn3yeTbcs 6aratToBOrHMLWEBMUM YpaXeHHSM 3 yTBOPEeH-
HSAM 6nSWOoK y 6ifnin pe4oBUHI Ta AeMi€eniHi3alUi€el0; XapaKTepmM3yeTbCa PiSHUMU He-
BPOJIOMYHMMW po3/1iafdaMn; MaE NepeMixkH1iA nporpecuBHunii nepebir

deHiNnKeToHypin

XBopoba 3 AP-TMMNOM ycnagKyBaHHS, 3yMOBJIeHa NoOpyLeHHAM 06MiHy deHinana-
HiHY 4Yepe3 HecTauy QeHinanaHiH-4-MOHOOKCU-reHa3un; CrnocTepiratTbcs MyTauii
reHa Ha foBromy njedi 12-i XxpoMOCOMU, KU KOAYE aKTUBHICTb LbOro bepMeHTy,
O NpU3BOAUTb 40 HaAMIPHOIro YTBOPEHHS (heHINKETOHIB y KPOBi 1 iHWNX pianHax
opraHiamy, nosiBu ixHix MetaboniTis y cedi; NpoayKTM nopylweHoro mMetaboniamy
TOKCMYHI gns LLHC i cnpnymnHSAI0TL HE3BOPOTHE YLIKOAXKEHHSA HENPOHIB, HACiAKOM
4Oro € BaXkka po3yMoBa BiACTaniCTb AUTUHW; XapaKTepU3YETbCS BiACTaBaHHAM di-
3MYHOro Ta NCUXIYHOro PO3BUTKY, MOTOPHMMU po3najamu, CyaoMaMu, rinonirmeH-
Taui€e BOAOCCS i WKipW, ronybmMM KOIbOPOM pamayXKu o4el, eK3eMolo i CBOEpia-
HMM (MULIAYMM) 3anaxoMm cedi aiTen

XBopo6a Nowe (cuH.
Lepebpo3ngos)

XBopoba 3 AP-TMNOM ycnagKyBaHHS, ClpUYMHEHA HecTayero rigponiTM4yHoro dep-
MeHTYy rnikouepebpo3naasn (b-rnoko3naasn); XxapakTepusyeTbCs reMaTosnoriyHuMm
aHoManisaMu, rinepcraeHiaMoM, ypaxKeHHsM i nirMeHTaui€ WKipy Towo; raikouepe-
6po3uman (ciHroninian) CKynuyrTbCa y KNiTUHaX lFowe, nediHku, cenesiHku, niMmda-
TUYHWUX BY3/1iB, a/IbBEOJIbHUX KanisiApiB i CMMHHOIO MO3KY; PO3PIi3HAOTb TPU KJTiHIYHI
TUNu xsopobu: 1) «gopocnmn» (BUHUKAE y 6yab-aKOMY Bili; NpOsSBNSETbCA TPOMO0-
LIMTOMEHIEID, rinepcrnaeHiaMoOM, aHEMIE, XOBTAHMLEK, YLWKOAXKEHHAM KiCTOK); 2)
rpyaHux Aiten (NposiBNSETbLCA renaTocrnfieHoOMerasni€n, BaXKnM ypaxeHHam LHC;
neTanbHUN KiHeLb Ha NepLoMy poui XUTTH); 3) «IOBEHISIbHUA» 3 NiArOCTPUM nepe-
6iroM i KNiHIYHMMKW O3HaKaMM NepLIoro Ta Apyroro TUMise
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JlizocomHa xBopoba 3 peuecuBHUM X-34enjeHUM TUMNOM YCMaAKyBaHHS, 3yMoBIe-
Ha nopyleHHsAM 0bMiHy rnikoniniais; Ninoigo3 3 BigknagaHHAaM raikocdiHroninigis
XBopo6a ®abpi (cuH. |y BCix ApibHMX CcyaMHax yHacniaok Hecrtadi anbda-ranakro3vaasm A y 3B'a3Ky 3
aHrokepatoma Andys- | MyTauUiiHOIO 3MIHOIO reHa, WO NoKani3yeTbcs B X XpOMOCOMi B no3uuii q 22; xa-
Ha Tynyba, ninifo3 | pakTepu3yeTbCA YMCAEHHUMUM aHrioMaMmn Ha Tynybi, nanbusx, KiHUiBKax, rinepke-
rnikoniniaHuin) paTo30M, TefneaHriekTasiaMmn, ypaKeHHsiM1 o4en, cepus, nereHb, CyanH ro0BHOIO
MO3KY, HUPOK 3 HUPKOBOK HEAOCTaTHICTIO, OCTEONOPO30M TOLLO; XBOPitOTb Mamxe
Ti/IbKU YOJTOBiKM

XBopoba 3 AP-TUNOM ycnagKyBaHHS, CNpPUYMHEHA HecTader Ni30CoMHoro dep-
XBopo6a Hakonu- |MeHTy anbda-1,4-rnoKo3naasn 3 HaKOMUYEHHSM MIKOreHy y TKaHWHaX; Xapak-
yeHHSA rnikoreHy II |TepusyeTbCa MOMIPHOK renaTtoMerasniero, 3aTpMMKOK PO3yMOBOro Ta (i3nyHOro
TMny (cuH. xBopoba |po3BUTKY, KapAiomerani€l, rinoTOHIE, cepueBo-CyANHHOK HefOCTaTHICTIO Y He-

Momne) MOBJIAT; NpOrpecmMBHa MionaTiss CKeNIeTHMX M'a3iB MOXe NpU3BEeCTM A0 ANXANbHUX

po3najiB i 1€Ta/IbHOro KiHUSA Y AOPOCINX

Mowyk HOBUX edeKTUBHMUX CybCTaHUIN nikap-
CbKunx 3acobis 3aBxan 6yB akTyanbHuin. Cbo-
rofHi BYEHi NpoBiAHUX AepXaB CBiTY aKTUBHO
BeAyTb MOLIYKOBI AOCNIAXEHHS 3a AOMOMOrow
HaMcCy4acHiWnNX MeToAiB i TexHonorin. Bnpo-
BaAKEHHS OpPUriHa/IbHUX NiKiB — NPiOPUTETHUI
HanpsiM Aep>xaBHoi NoniTnku [36].

FonoBHa npobnemMa B TOMY, WO Ui BUTpaATH
He OKYMOBYITbCHA MiC/sA 3anycky npenapaTty
Yy BUPOBHMUTBO, agXe XBOPMX Mano, i nonut
Ha nikn 6yae NOPIBHAHO HE3HA4YHMM. ToMy
6e3 poTauin gepxxasun 6opoTmcs 3 opdpaHHUMU
XBOpO6aMn NMpoCcTo HEMOXNMBO. [lyXe BaXKo
MPOBOAMTM | KNiHIYHI AocnigXKeHHS HOBUX Jli-
KiB, 60 X HeAOCTaTHS KiNbKiCTb XBOPUX.

MauieHTn, gKi CTpaxaaloTb Ha PigKiCHI XBO-
pobun, noTpebytoTb NOXUTTEBOro 3abesneyeH-
HS BIiANOBIAHWMM BUCOKOBApPTICHUMKU niKaMWU.
IHakwe xBopoba nporpecyBaTMMme Ta NpuU3BO-
anTtume ao cmepTi. CaMOCTIMHO KynyBaTu Niku
XBOpi MpPOCTO He B 3MO3i, TOMY Ha AOMoMmory
NpUXoAsaTb AEPXXaBHi NporpamMm Ta rpoMaacbKi
6naroginHi opraHisadii.

Mpenapatv ansa nikyBaHHS opdaHHUX 3axBO-
ptoBaHb BKJ/IIOYEHO A0 AepXaBHWUX 3aKyniBesb
NiKiB, TaKOX iX NAAaHYOTb BKAOYNTK A0 Hauio-
HaNbHOro nepesniky OCHOBHUX JliKapCbKUX 3a-
cobiB. MpoTe ue nuue No4YaToK A0Broro Wsxy
[0MoMOrM XBOpMM Ha pigKicHi xBopobu, sKkux,
Ha XaJsb, 3 KOXHWUM POKOM CTaE€ Bce binbuie [1,
37, 48, 57].

BucHoBKkM

1. ®nypeHisna HanexuTb A0 HOBOro Kiacy
CUHTETUYHUX IMYHOMOAYNATOPIB — Khacy
dnyopeHis.

2. [lpobneMa CTOCOBHO BMPOOHMLTBA Npenapa-
TiB ans opdaHHMX (pPiaKiCHMX) 3aXBOPIOBaHb.

3. Peanii woao nikyBaHHSa opdaHHuX (piakic-
HMX) 3aXBOptoBaHb B YKpaiHi Ta CBITi.

4. ®nypeHizng 3anpornoHoOBaHUN AN BUKOPU-
CTaHHA y CcXeMaX JiKyBaHHSA BipyCHUX iH-
dekuin, imyHoaediUNTHUX CTaHIB i pi3HUX
PiAKICHMX 3aXBOPOBaHb.
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