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IlepeJiik yMOBHMX CKOPOY€eHb

AKIJI - anTHTIIA 10 KapA10JIIi Ty

AH® — anTunyxiieapuuii paxrop

ADJI — artudocdominigai aHTUTIIA
A®DC - antudochominigauit CHHAPOM
AT — anTuTLIA

BBII" - BHyTpillIHbOBEHHE BBEAECHHS IMyHOTI00YIIIHY
I'3T - roctpo3ananbHi TeCTU

I'K — rimrokoKkopTHKOI AN

C3CT — nudy3H1 3aXBOPIOBAHHS CIIOTYYHOI TKAHUHU
C4 — KOMILJIEMEHT

JAM — nepmMaToMio3UT

ds JIHK — nBocmipansaa JJHK

JN® — nudy3uuii paciiit

IK — iMyHHI KOMIUIEKCH

Ig- imyHOTTIOOYMIH

IL — iHTepneikinu

IFN y — inTepdepon ramma

EK — engnoremianbHl KIITUHU

EBV - Bipyc Enmreiina —bappa
LE-k1iTHHU — BOBYAKOB1 KJIITUHU

JIADI" — nakraraerigporenasa

MBT — mikobakTtepii TyOepKyIb03y
NRNP — HykiieapHuii puOOHYKIEONpPOTETH
HC — vedpoTtrunuii cuaIpom

HII3II — HectepoigHi mpoTU3analibHi MpenapaTu
I[IMK — nponaric MiTpaJbHOTO KJIalaHy
[IM — nonimMio3ut

P® — peBmatoinnuii pakTop

CUB — cuctemMHU 4YepBOHUI BOBYAK

CJ1 — cknepoaepmis

CCJ] — cucremHa ckiepoaepmis

H/IHK - natusna /JHK

T®P — tpanchopmyrounii paxtop pocty
TNF — Tymop-HekpoTuuHuil paxtop
CMV —1muTomeranoBipyc

XI — xnamigiitHa 1HpeEKIIisN

LOI'-2 — nuKI00KCUTeHa3a — 2

[IcA — nuknocnopux A

H® — nuknodocdamin



CRP — C-peakTtuBHuii 6110k

IC — nurocTaTuku

FOPA — 1oBeHUIbHHI peBMATOITHUNA apTPUT

HTL V-1 — T-nmimdboTtponHuii Bipyc noaunu [ tumy



Beryn

[Tpotsirom octanHix 10-15 pokiB crocTepiraeThes 3HaUHE 301TBIICHHS
4acTOTU AU(Y3HUX 3aXBOPIOBAHb CIOJIYYHOI TKAHUHM SIK Y JOPOCIHUX, TaK 1 B
mitert (mpubmmzno 0,01-0,03 % mgutsdoro HacenmenHs). [l 3axBoproBaHHS
MaTh TSHKKUH, y OUTBIIOCTI BUMAJKIB MPOTPECYIOUN nepedir, y HETUTTOBUX
BUIAJKaX 1X TSHKKO AiarHOCTyBaTH. JIIKyBaHHS TaKUX XBOPUX € CKIIAJHUM
3aBAAHHSM, OCKUIBKM  3aXBOPIOBAHHS  XapaKTEPHU3YIOTHCA  TSKKUMH
YpaXKEHHSIMH OpPTraHiB 1 CUCTeM. Y 0araThboX BHUIIAJIKaX Il XBOPOOU MPU3BOJISATH
710 1HBAJTITHOCTI JITEH, a HEPIJKO — 1 0 CMEPTI.

CBo€dacHa [1arHOCTHKA, KOMIUIEKCHE €TalHe JIKyBaHHS 3HAYHO
MOJIMIIYIOTh MPOTHO3. Y IOCKOHAJEHHS J1ab0paTOpHOI Ta 1HCTPYMEHTAIbHOI
TIarHOCTUKHU JIO3BOJISIE CBOEYACHO BCTAHOBHUTH JIIaTHO3 Ta TPU3HAYUTH
e(eKTUBHY Tepallio.

MoXxauBHil  CaMOCTIMHUN TECTOBUM KOHTPOJIb 3HAaHb  JIO3BOJISIE
BUKOPUCTOBYBaTH [JaHUN HaBUYaJIbHMI MOCIOHMK JJI CaMOIIrOTOBKH.
HapuanpHuii mociOHMK NpU3HAYEHUW JJI CTYJEHTIB 4-6 KypcCiB MEAUYHHUX

YHIBEPCHUTETIB.



Jlo rpynu audy3Hux 3axBopoBaHb cnoay4yHoi TkaHuHu (/I3CT) y mitei
BITHOCSTHCSI ~ CUCTEMHHMM  YEepBOHMII  BOBYaK, CHCTEMHa  CKJIEPOJEpMis,
nepmaromMio3uT. Lle - iMyHOMaTOJIOT1YHI 3aXBOPIOBAHHS 3 000B SI3KOBOIO HASIBHICTIO
ayTOIMyHHOTO TMpolLieCy, IO XapaKTepU3YIOTbCA CHCTEMHUMH CYAMHHUMU
YPaKEHHAMH, DPELHUAMBYIOUMM Ta MPOrPECYIOYUM XapaKTepoMm Iepediry Ha Tii
IF€HETUYHOI HEJTOCKOHAJIOCTI IMYHOPETYJIATOPHUX MEXaH13MIB.

ETIOJIOI'TA

- BipycHi iHdexkIii.
- Tucosmsmis.
- Baxkmunaris.
- BrumB nikapchbKux npenaparis.

GOAKTOPU PUBUKY
- Kinoua cratsb.
- Josrorpusaine npuckopenss HIOE.
- T'imepramaryioOymniHemis.
- ToxcuuHI Ta aneprivyxi peakiii Ha MEAMKaMEHTH.
- HesanoBinbHI (pakTOpH 30BHINTHREOTO CEPEIOBHUIIIA.
- IlpenybOepraTHuii Ta myOepTaTHUI HEPiOIu.

[IpakTHYHUM OOTpYHTYBaHHSIM  JUIs 00 eaHaHHS 3aXBOPIOBAHb, 110
XapaKTEPU3yIOThCA CHUCTEMHHM THUIIOM 3alajeHHs PI3HUX OpraHiB Ta CHUCTEM B
NO€JTHAHHI 3 PO3BUTKOM ayTOIMyHHMX Ta IMYHHOKOMIUIEKCHUX IIPOLIECIB 1
HAJUIMIIKOBUM (10pO30YTBOPEHHSIM € CIUIBHICTh OKPEMUX KIIIHIYHUX MpOSBIB,
0COOJMBO Ha paHHIM cTajali 3aXBOPIOBAaHHA, 3arajbHl Ja0OpPaTOpPHI IMOKA3HUKH
3aMajibHOi aKTUBHOCTI, 3arajibHi TPYMOBI 1 XapakTepHI M KOXHOI XBOpOOH
IMYHOJIOT14HI MapKepH, 3arajbHl MPUHIUIN TPOTU3ANAIBHOTO, IMyHOCYIIPECUBHOTO
JIKyBaHHS, 3aCTOCYBaHHS EKCTPaKOpIOpaIbHUX METOMIB MpH Kpu3ax. Cucremni
3axBoptoBaHHs cronydHoi TkaHuHU (C3CT) BIZHOCATBCS 10 PEBMATHYHHUX 1
00’ € THYIOTh:

- cucTeMHUi yepBoHuUii BoBYak (CUB),

- nepmatomiosut ([IM),

- nudy3nuit gacuiit (D),

- cucteMuy ckiepoaepmito (CC),

- 3MIIIaH1 3aXBOPIOBAHHS CIIOJYYHOI TKAHUHH.



O0’eqHaHHs Ha3BaHUX HO30JOTIYHMX (OpPM B OAHY TPYIy MOACHIOETHCA

HAaCTYIIHHUMH ITOJIOKCHHSAMMU:

- BIJICYTHICTb MOHOETIOJIOTIYHOTO (haKTOpPYy;

- CHUIBHICTH MaToreHe3y (IMyHHi, ayTOIMyHHI ME€XaHi13MU PO3BUTKY);

- cminbHICT  matroMopdonorii  (ypakeHHS  CHOJY4YHOI  TKaHUHH,
Gbi0puHOITHMIT HEKPO3, Je30praHizallis KoJlareHy, BacKyJiTH, JTiMQoimHi
MJIa3MOLIUTAPHI IHPUIBTPATH).

- CHiibHICTh KIHIYHUX CUMOTOMIB 1 CHHAPOMIB:

- TpUBAJIUH NOJIIUKIIYHAN IPOrpeCyounii nepeoir;

- CTiiKa Traps4ka HEMpPaBWJIBHOTO THUIy, 3yMOBJICHA pPE30pOIi€r0
MNPOAYKTIB IECTPYKIIIi CTIOY4YHOI TKAHUHU;

- KJIIHIYHI O3HAKH ayeprii 1 mapaaneprii, po3BUTOK ab0 3aroCTpEeHHS SKUX
HAaCTYIIA€ M1 JIIE€I0 PI3HUX Po3pilIarouux (HaKTopiB;

- apTpairii, apTpUTH;

- BHUpa)K€HE NMOXYAaHHS, MOPYLIEHHS TPOPiKH;

- CHCTEMHICTh YPa)KCHHS CIIOJyYHOI TKAaHWHH.

- JlaGopaTopHi KpuTepii: AUCIpOoTeiHeMis (Pi3KO BHpa)KE€HA rirnepraMmma-
ro0ymiHeMis). 30UIbIIEHHS TUIA3MAaTHYHUX KIITHH Y KICTKOBOMY
MO3KY.

- Ilo3uTuBHUHN edeKT Tepamii TIIOKOKOPTUKOIAAMH, IIMTOCTaTUKaMH,
ehepeHTHUMHU METOTaMH.

JInst peBMaTUYHUX 3aXBOPIOBAaHb XapaKTEpPHUM € XPOHIYHE 3amalieHHd 3

BIJICYTHICTIO YITKHX €TIOJIOTIYHUX (PaKTOpPIB, 3 MOPYLIEHHSM IMyHHHX MEXaHI3MiB,
K1 3a0e3MedyroTh eJIMIHAIK TMOTEHIIHO MaTOreHHUX areHTIB 1 3MEHIIYIOTh

BUPAKCHICTh 3aMaJIbHUX PEAKITIN.

OcHOBY 3amajieHHsl CKJaja€e Kackaj O10XIMIYHMX, IMYHOJIOTIYHUX MPOIIECIB,
peryJiAIis SKUX 31HCHIOEThCS] BEJIMKOIO KUIBKICTIO TyMOpaJIbHUX MesiatopiB. Cepen
OCTaHHIX 0coO0NMuBe Micle 3aiiMaroTh HUTOKIHU. OCKIIBKM HUTOKIHM MPUHAMAIOTh
yuacts y perynsauii cunresy JHK 1 PHK, Oinky B kimiThHax, B pO3BUTKY 3amalIbHUX
peakiit (IL-1, TNF, IFy, xemokian), cuaresy antutin (IL-4, IL-5, IL-6, IL-9, IL-10,
IL-13), anepriuamx peakmisx (IL-3, IL-4, IL-5, IL-9, IL-13), a TakoX B
npoTtuzanaibHux npouecax (IL-4, IL-10), tpancdopmyrouoro pakropy pocty —TDP-
B, To mpodinb CHHTE3y OCTAaHHIX MOXE BH3HA4aTH OCOOJMBOCTI mepeOliry, ¢asy
peBMaTUYHUX 3axBoproBaHb. Tak, npu CUB 3 HedpoTHYHUM CHHAPOMOM
NJBUILIEHUN CUHTE3 IL-6 1 [Fy, mpu po3BUTKY TPOMOOILIMTOIEHII 3pOCTA€ PiBEHD
FNF-a. Busasneno mnomimop¢izm reny IL-10. B Toit ke uyac npodinb CUHTE3Y
UTOKIHIB TpH 3amaJeHHI 3HAaXOJUTBhCS Tl TEHETUYHUM 1 TOPMOHAIBHUM
KOHTPOJIEM.



Xapaktep IMyHHOI BIJIOBIiJI, KWW B 3HAYHIA Mipi BH3HA4Ya€ OCOOJIMBOCTI
PO3BUTKY 3alajieHHs, 3aJeXUTh BiJ| “cesiekili” abo mepeBakHOi aKTHBAIli OKPEMHUX
cyononmymsimii - T-mimdorutie  (3okpema CJls , Th-1, Th-2, Th-0, Th-3), sxki
CHUHTE3YIOTh IIUTOKIHM pi3HUX TumiB. Th-2 3abe3neuyroTh B MeEpiry 4Yepry CHUHTE3
AQHTUTLI 1 TPUUMAIOTh YYacCTh B PO3BUTKY aJIepridYHUX PEAKIIIN.

[HTErpaIbHUM KOMIIOHEHTOM 3alajbHOTO MPOIECY € €HIAOTEeMalbHI KIITHHU
(EK), siki BUKOHYIOTH pI3HOMAaHITHI (YHKIi, 30KpemMa B OIOCHMHTE31 pI3HUX
IUTOKIHIB, PETYJIOIOTh TMPOIECH 3TOpPTaHHS KpOBI, arperauiro TPOMOOIIUTIB,
cynuaanii Tonyc. EK mpuiiMaroTh ydacTe y BCiX (pazax TOCTpPOro 1 XpOHIYHOTO
3aMaJieHHs: Ba3oJWiaTarisi, MIiABUIIEHHS TOPO3HOCTI CYIWH, MPWINIAHHS,
TpaHCMITpaIlisl 1 aKTUBAIIisl IGUKOIUTIB, aHT10TeHe3 1 (hidporuiasis.

Po3BUTOK 1 mporpecyBaHHs 3amlalieHHs NPU PEBMATUYHUX 3aXBOPIOBAHHSIX
TICHO TIOB’sI3aHi 3 ayTOIMyHHUMHU MEXaHI3MaMH,

TOJIPAHTHOCTI [0 BIACHUX AHTUIEHIB, 110 3yMOBIIIOE PO3BUTOK IMYHHOI
BIJIMOBIJII MPOTH HOPMalbHUX TKaHWH. Lleil mpolec 301HCHIOEThCS Yepe3 CKIAaHY
B3a€MO/III0 TEHETUYHUX, IMyYHHUX (PaKTOpiB, pi3HUX 1HDEKUIHHUX (BipycH, OaKkTepii)
Ta 1H. 30BHINIHIX BIUIMBIB (BaKI[MHU, TOKCUHH, CTPEC, OMPOMIHEHHS, 1H.), HedEeKTH
TOPMOHAIBHOI 1 HEHUPOEHAOKPUHHOI peryisauli. CXUIpHICTh A0 ayTOIMyHHUX
PEBMATUYHUX 3aXBOPIOBAHb MAa€ MYJIbTU(PAKTOPAIbHUIM 1 MOTIT€HHUIN XapakTep.

BaxnuBe wmicie B mpoliecax iMyHONATOTEHE3y PEBMATHMYHUX 3aXBOPIOBAHb
HAJICXKUTh MOPYIIEHHIO MEXaHi3MIB arnonTo3y (3amporpaMOBaHOi 3aru0esi KIITHH).
AMNONTO3 — TPOIEC XKUTTEMISUIBHOCTI 0araTOKJIITUHHUX OpPraHi3MmiB, (i3ionoriyHe
3HAQYCHHS SIKOTO TOJIATa€ B eIiMIHAIlT YITKOJKEHHUX 1 TaTOJIOTIYHO 3MIHCHHMX KJIITHH,
MNiATPUMaHHI HOPMAJIbHOI apXITEKTOHIKM 1 PO3MIpIB TKaHUH, TMOINEPEIKEHHI
3aMajbHOrO YIIKOJDKEHHSI HOPMaJIbHUX KIITHH. OCOOIMBO BayKJIMBa POJIib AllONTO3Y Yy
¢GyHKIIOHYBaHHI IMyHHOI cucTtemu, aenerii T-miM@ouuTtiB B TUMYyCi, MeXaHi3Max
LHUTOTOKCUYHOCTI, BUKIMKAHUX HUTOKIHAMHU. [{eheKTH anonTosy € JaHKOK PO3BUTKY
PEBMAaTHYHUX 3aXBOPIOBAHB 33 PAXyHOK:

- MOpPYUIEHHS AeJelii ayTOPEaKTUBHUX KIIITHH;

- eKcmpecii  “CKpUTHX’  BHYTPIIIHBbOKJIITUHHUX  ayTOAHTUIECHIB Ha
KIITUHHUX MEMOpaHax y BUTJISI MAaKPOMOJIEKYJISIPHUX YaCTUHOK;

- TIOpYILIEHHS 3rOPTaHHs KPOBi (€HAOTENIN CyIUH);

- IHIYKIisI CHHTE3Y MPO3aMajbHUX ITUTOKIHIB,

- MOpPYUIEHHS HOPMAJIbHOI pereHepanii TKaHuH.

Cepen MaTOreHETUYHUX MEXaHI3MIB PEBMATHYHUX 3aXBOPIOBAHb BaXJIMBE
MICIIE HAJIGKUTh TOPYIICHHIO HEOBacKyJisipu3aiii abo aHrioreHe3y. AHrioreHes
NO€JIHY€E ITUTOKIH-1HAYKOBaHy akTuBaiito EK cyauH, pyliHyBaHHS €HIOTETalIbHOIO
MaTPUKCY MNPOTEONITUYHUMHU (pepMeHTamu, xemoTakcuc — EK, po3BUTOK HOBHUX
KanusipiB. Di310J0TIYHUIM aHTIOT€HE3 KOHTPOJIIOETHCS MeJiaTopaMy JIBOX TPYII:
MPOAHTIOreHHUMH (TpoMOouMTapHuil paktop pocty, IL-2, dhakTop pocty eHaoTeniio,
TH®-B, in.) 1 iariditopamu (antuanriorennumu — [Fy, IL-12, iH.), piBHOBarow Mix
HuMu. [Ipy peBMaTHYHMX 3aXBOPIOBAHHSAX Ma€ MICIE MATOJOTIYHUI aHTI1OTeHE3,
acoLifOBaHUM 3 XPOHI3aLI€I0 3aMaJIeHHs, PO3BUTKOM JECTPYKLIi TKaHUH 1 (10po3y.
B po3BuTKy 3anajieHHs1, IMyHHOT BIAMOBI/II 1 allONTO3y Ma€ 3HAYCHHS



Naormal SLE
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mukiookcurenasa-2 (LIOI-2), iHaykimis sKoi € CKJIaJ0BOI KOOPIWHOBAHOI
BIJINTOBI/II OpTaHi3My Ha 3alaJICHHSI, YIIKO/PKCHHS TKAaHUH.
LIOI'-2 Bu3Hauae mifBuineHuid cuares IL-6 (oauH 3 HaMBaKIMBIIIMX MEIIaTOPIB

ocTpo(a30BOi BIANOBIAI Ha 3amajJeHHs) TICHO KOPEJIIOE 3 IMiJBHMIIECHHUM piBHEM

KOJIar¢HasH.

BaxxnuBuMm KpuTepieM akTHUBHOCTI 3amajieHHs € roctpodasnuit 6110k — CRP,
CHUHTE3 SIKOTO PErylIO€ThCsS Mpo3anajibHUMH IIUTOKIHAMH, a PIBEHb Y CHpPOBATIII
KpOBI BiloOpa)ka€ aKTUBHICTh 3amajeHHsA. BusiBieHa meBHa KOpEJsIis MK pIBHEM
CRP 1 nmpozanajibHUMHM LUTOKIHAMHU Yy CHHOBIAJbHIM PIAMHI 1 Mja3Mi KpOBI Ipu
IOPA.

BaxxnuBe ki1iHIYHE 3HAaYCHHS Ma€ BU3SHAUEHHSI HEONTEPUHY Y CUPOBATIII KPOBI.
Heontepun mnocuiaroe HMUTOTOKCHYHICT KIIITHUH 4Yepe3 BUIbHI KHCHEBl paJHKald
(octanH1 BIAIr-parOTh 3HA4YHY pojib B ymkomkeHHI EK, numsixom iHIyKIii ix
arnonTo3y), NpUHAMae ydyacTb B YTBOPEHHI OKCHIy a30Ty. BUSIBIEHO BHCOKY
KOPEJAIiI0 MK PIBHEM HEONTEPUHY 1 CTYyNEHEM AaKTUBHOCTI MPH PEBMATHUYHUX
3aXBOPIOBaHHSIX.

/ and cytolysis



Cucremnuii yepBonmii Bopuak (CUB)

CUB - 1ie XpoHIYHE MOJIICUHIPOMHE 3aXBOPIOBAHHS, XapaKTEPU3YETHCS TEHETUYHO
JIETEpPMIHOBAaHUM PO3BUTKOM ayTOIMYHHUX PEAKIIIA 1 IMyHO3aIaJbHOTO MPOIIECY B
pI3HUX OpraHax 1 TKaHWHAX, KUK B MIpy MPOTPEeCyBaHHS BeJE JI0 MOJIOPTaHHOI
HEJIOCTATHOCTI. 3aXBOPIOBaHHS TIPOTIKAE 3 HEMPOTHO30BAaHMMH IE€PI10JIaAMU
3aroCTpeHHs Ta peMicii. XBOPIIOTh MEepeBaXHO KiHKHU BikoM 15-30 pokiB. 3Ha4HO
yactime CUB 3ycTpivaerbcs y JroAedl HErpoilHO1 pacu, JTaTUHOAMEPHUKAHIIIB,
KUTAWI[IB Ta aMepUKaHChKMX 1HAININB. JlITH y BIKOBI CTPYKTypi XBOPHX
CKJIQaroTh 25% BUITAIKIB.

3axBOpPIOBaHHS PIAKO PO3BUBAETHCS y JITEH JOIIKUIBHOTO BIKY, OJHAK
CIIOCTEPITraloThCsl BUIMAIKK HA TEPIIOMY POIll KUTTA, B paHHboMY Bimi. [ligitom
3aXBOPIOBAHOCTI MOYMHAETHCA 3 8-9 pokiB, a mik mpunagae Ha 12-14 pokis. B
OCTaHHI POKH UITKO CIIOCTEpITAEThCS TEHJEHIST JO 3MIMIEHHS I[OYaTKy
3aXBOPIOBaHHS Ha Bce OUIbIlIe paHHIA BIK. XBOPIIOTH MEPEBAXKHO JI1BYATKA,
CITIBBIJTHOIIEHHS MK JiBYaTKaMu 1 XJIOmuuKamMu 70 15 pokiB cknagae 4,5:1. 3rigHo
OCTaHHIX JaHuxX KIiHIKKM IcaeBoi y 20% BuMaakiB 3aXBOpPIOBaHHS cepei AiTel
MOYMHAETHCS y Bill 2-9 pokiB, y Ouibmocti - y Bimi 10-14 pokiB, mpudyomy
nepeBaxHo (80%) 10 MOSIBU MEHapXe.

ETtiosiorisi. IlaTorene3. IlpuumHa 3axBoproBaHHS SK 1 NATOTCHETHUYHI
MEXaHI3MU PO3BUTKY HOTO Ha JaHWM Yac BUBYEHI HEIOCTaTHhO. B maHuit yac
BUBYAIOTbCA  HACTYNMHI  MOXJWBI  npuuuHd  po3BuTky CUB: reneruuna
JeTepMIHOBAHICTh, 1H(EKIIS, cCTaTeBl TOPMOHHU, (PaKTOPU 30BHILTHBOTO CEPEIOBUIIIA.

['imoTe3a mpo reHeTUYHY JETEPMIHOBAHICTh 3aXBOPIOBAHHS IMiITBEPAXKYETHCS
cnunbHicTiO auTureHiB HLA y xBopux (HLA-DR2, DR3). Oco0auBo Benukuil pusuk
3axBoproBaHHs Tpu HasBHocTi rammoTuniBe HLA-A1, B8, DR3, DQwl, DQw2. B
OCTaHHI POKH Yy reHo(oHAI €BpONENChKOi pacu HArpoMaKyeThCsl ayTOIMyHHHN
ranotut (HLA-Al, HLA-B8, HLADR-3), mis sKkoro BCTaHOBJICHa MO3WTHBHA
acomianis 3 Bucokor aktuBHIicTIO TCh, NK i ¢aromnuris. KpiMm Toro, y XxBopux Ha
CUB wmae wmicue noBauit gedimut C4-xommnoHeHTy kKomruiemMeHTy (C4 HyIbOBHA
anenp crnocrepiraerbes y 50-80% BuUmankiB — BIJHOCHUN pU3UK, TOMO3UTOTHUN — Y
10-15%), C2-pedimut. IliaBuiIeHH pU3HK ayTOIMyHHOI MHAaTOJIOTii Yy XBOpHUX 3
ne(pIIUTOM KOMIUIEMEHTY TOB’SI3aHMI 3 MOPYIIEHHSM KIIPEHCY IMYHHHUX
koMmiuiekciB (IK). IlinTBep/pkeHHSM Li€l rimote3n € To (akT, MmO AKII0 OJUH 13
OJIM3HIOKIB 3aXBOpiB, TO pu3uK po3Butky CUB y apyroro 3pocrae y nBa pazu. Y
BUIIAJIKy 3aXBOPIOBAaHHS 000X OJM3HAT, TO BOHM [MOYHUHAIOTHh XBOPITH B OJIHAKOBOMY
Billi, CIIOCTEPIraeThcsa MOAIOHICTh KIIHIYHUX MPOSIBIB, MEpediry, 1IGHTUYHICTh IO
TeHOTHUITY, IMyHOIIATOJIOTIYHUX MOpyIeHb. Y 5% BUIAIKIB cepen JIiTed, XBOpUX Ha
CUB, onuH 13 0aThKIB XBOpI€ HaA I TSHKKE 3aXBOpPrOBaHHSA. I'€H, 110 BIAMOBIIAE 3a
po3Butok CUB, nokamnizyerbcs Ha moBromy rmiedi 1 abo 2 xpomocomu. Po3BuTKYy
3aXBOPIOBAHHS CHPHUSIIOTh TEHETUYHO JETEPMIHOBAHI OCOOJMBOCTI IMYHITETY
(HemocTaTHICTh CyNpecoOpHOi (PYHKIIIT JIIM(OLUTIB), CHCTEMU KOMILJIEMEHTY, Oy/10BU
CIOJIYYHOI TKaHUHH, JI130COMAJIbHOrO anapary KJIITHH, 1H.

Ponp crateBux ropmoHiB y po3Butky CUB mnpuBeprae yBary Tomy, IO
IIBYaTKAa XBOPIIOTH y TPU pa3d dacTille, HDK XJIONYUKUA. BcTaHOBIEHO, IO




€CTPOTEHHU CHPUSIOTH IMYHOJIOT1UHIM T1IepPEaKTUBHOCTI 32 PaXyHOK MOJIKJIOHAIBHOT
aKTUBHOCTI B-miM(OUMTIB 1 MIABUINEHHS CUHTE3Y AHTUTLI, a aHAPOTEeHU MaloTh
CYyNpEeCOpHY Jil0 Ha IMYHITET, 3yMOBJIIOIOYHM I1HBOJIOIIIO BHJIOYKOBOI 3aJI03H,
MPUTHIYYIOTh AHTUTIIOYTBOPEHHS, KIITHHHI peakili. 3aroCTpeHHs 3aXBOPIHOBAHHS
CIIOCTEpPITaloThCs y MyOepTaTi, Hajall MiJl 4yac BariTHOCTI, MICJs IOJIOTiB, abOpTiB.
Pusuk 3axBOproBaHHS 3pOCTa€ MpPH JIIKYBaHHI TOHAJOTPOIIHAMHU, y XBOpPHX 3
aHoMalTisIMU OYZIOBH 1 UKCIIa XPOMOCOM.

[Ipo MoxnuBYy posib BipycHOI 1H(EKIii CBITYUTh BHCOKHH pIBEHb
3axBoproBaHocTi CUB cepen nmiteid, siki 4acTO XBOPIIOTh Ha BIPYCHI 3aXBOPIOBAHHSI.
[Ipu uboMy MarOTh MiclLe:

- 3HauHl mijgBuIeHHs TUTpiB aHTUTLN 70 PHK-BipyciB (kopy, kpacHyxw,
naparpuny);

- JIHK-BipyciB (CMV, EBV, npocroro reprecy);

- HasSBHICTh MapaMiKCOBIPYCHMX IIMTOIUIa3MAaTUYHUX BKJIOUYECHb B
SHJIOTEII;

- BKJIOYEeHHS TUNy C-OHKOpHAaBIpYCYy B HUpPKax 1 WIKIPI;

- miMpouuToTOKCHMYHI aHTUTIIAa 10 ABocHipanbHoi JHK y xBopux 1 ix
pOINYIB.

[Tpu 1bOMy BpaxoBY€TbCA T€, IO BIPYCH YIIKOKYIOTh KIITHHH 1 CTPYKTYPH 1
JAl0Th ~ TOIITOBX [0  ayTOIMYHHUX  pEaKiliii, BIUIMBalOTb HA  TEHOM
IMyHOKOMIIETEHTHUX KIITUH. OCTaHHE TMPU3BOJIUTH JO TOPYIICHHS MEXaHi3MiB
IMYHOJIOTIYHO1 TOJIEPAHTHOCTI 1 HEKOHTPOJHOBAHOMY CHUHTE3y aHTUTUL. OjHaK
MPSIMUX JT0Ka31B MPo poiib iHPeKIii y po3Butky CUB Hemae.

[TpoBokyrounmu (hakTopaMu y pO3BUTKY 3aXBOPIOBaHHS € (hOTOCEHCHOLTIZaIlis
(cTUMyTISALIST ayTONTO3Y KIITHUH IIKIPU), CTPECH, MEPEOXOJIOJKEHHS, MOPYIICHHS
XapuyBaHHA, KypIHHS, BakIMHAallis, TOPMOHAJIbHI MOPYUIEHHS (30KpemMa OOMIHYy
MIPOJIAKTHHY, ECTPOTE€HIB, 1H).

3MIHM B aHTUTEHHHX CTPYKTypax OpraHi3My MiJ Ji€l0 Ha3BaHUX (PaKTOpiB
BUKJIMKAIOTh 1 MOTIUOIIOIOTh MOPYIIEHHS B T-CHCTEMi IMYHITETY, MOMIKIOHAIbHA
akTtuBarlis B i anTturen- cienmudivaa T-3anexHa CTUMYIISIIS CHHTE3Y ayTOAHTHUTIIL.
30inbIIeHHs KITBKOCTI Bn kopemntoe 3 rimeprammarioOyiiHemiero. BusiBneni pisai
nedexTu iMyHOpGFy.HHTOpHI/IX cy6nonyn;1ui171 Tn, Axi NpUBOAATH [0 TMOPYIICHHS
CYIIPECOPHOI aKTUBHOCTI 1 CHPHSIOTh B-KIITHHHINA TiNEpaKTUBHOCTI, MOPYIICHHS
OpoayKIii JIMQOKIHIB, MOHOKIHIB, (SKI NpUIMAOTh y4YacThb B aKTHBAIlli 1
mudepenmiaiii B-mimdonuTtiB) 1 yTBOpeHHI aHTHUTIA (TIIEPHPOAYKIli), 30Kpema
ayroantuTi. [Ipunyckarors, mo B maroreHe3i CUB mae 3navyenHs nepesara Tch2
IMYHHOI BIJITIOB1JI1, KO 3HMXKY€eThcst cuHTe3 IL-2, IFN-y, 3poctae piBens 1L-4, IL-6,
IL-10, sKi CTUMYJTIOIOTH CUHTE3 aHTUTLA. HaliOiblie 3HaYeHHS MaloTh aHTUTLIA 10
HatuBHoi JIHK (wJIHK), uumpkymroroui xommiekcu HJIHK-antutina no u/IHK-
komruiement. i IK BinknagaroTses Ha 6a3zanbHUX MeMOpaHax HUPOK, IIKIpU, CepIis,
IHIIMX OpraHiB, BUKIMKAIOUM YIIKOJKEHHS iX 13 3amajbHOI0 peakuiero. B mpoueci
3amajeHHs, ACCTPYKIl CIOJMy4YHOI TKAaHMHHU 3BUIBHIOIOTHCSI HOBI AQHTUTCHH, Y
BIJIMOBIAb Ha K1 (POPMYIOTHCSI HOBI MEXaHI3MHU ayTOIMyHHHX PEaKIIiil 3 MOPYIICHHIM
MIKPOIMPKYJISIIT  CUCTEMH TIe€MOKOAryJsilii, 3 PpO3BUTKOM MIKpPOTpOMOO3y,



BacKymiTiB. B xopucts matorenetuunoro 3HadeHs L{IK cBimuuts 3Haune (1o 50%
N) 3HMKEHHS B KPOBI, K IIUIBHOTO, TaK 1 ppakiiid komrmiemeHTy — Cs, Cy4, Co, Cio.

[Taromopdonoris CYB xapaktepusyeTbes TocTpuM (y AiTei) abo XpOHIYHUM
TEeHEPANI30BaHUM  YPOKEHHSAM  MIKPOIUPKYJIATOPHOTO pyclia 3  PO3BUTKOM
JECTPYKTUBHUX 1 TMPOAYKTUBHUX BACKYJITIB (MEPEBAXHO KaNJISAPHUTIB) 1
MPOTPECYIOUOI0  JIE30pTaHi3allicl0 TKAaHWHU 3 O3HAKaMH  1HTEPCTUIIIAIBLHOTO
(“MexXyTOYHOro”) MPOAYKTUBHOTO 3amajicHHs. B OCHOBI 1MX 3MIH € I1MyHHE
3amajieHHs, K “paHHe” 3 yd4acTio TokcuyHuX [K abo HUTOTOKCHYHHMX peakiii
(TimepuyTIMBOCTI HETAHHOTO THUITY ), SIK1 IIEPEBaXKaIOTh B TOCTPY a3y 3aXBOPIOBAHHS,
Tak 1 “mi3Hi” 3 MepeBaror KIITUHHUX MEXaH13MiB (TIMepUYyTIUBICTh CIOBIIHHEHOTO
tumy). OCTaHHI CIOCTEPIraloThCs B XpOHIUHY (pa3y 3axBoproBaHHs 1 B pemicii. [Ipu
I[bOMY B TTAPEHXIMI1 PI3HUX OpPraHiB BIAMIYAIOTHCS TUCTPO(]PIUHI 1 HEKPOTHYHI 3MIHU 3
Mepexo1oM B aTpodito 1 CKIEpPO3.

B minmomy mnatomopdosioris CUB y giTelt  BiApI3HAETBCS  O1IBIIOIO
reHepaIizalli€elo MaToJIOTIYHOI0 IMPOIECy, MOUIMPEHUMH BICHEPUTAMH, BUPAKCHUM
BaCKyJIiITaMU — O1JIBIIIOI0 BaXKKICTIO Mepediry 3aXBOPIOBaHHS.

Cnenudiuaumu g1t CUB € HactymiHi Mmopdosioriudi heHOMEHH:

- (QopMyBaHHA Oaratoro SAEpHUM JETPUTOM 1 HYKJICONPOTEigaMu
¢16puHOiny;

- siFiepHa maToJioris (KapioJi3uc, KapiomiKHO3, KapOIPEKCHUC);

- YTBOPEHHS TEMaTOKCWIIHOBMX TuUIelb 1 BoBUakoBuX KimiThH (LE-
KJIITHH).

HaiiGinemi  mopdosoriuai 3minn npu CUB  po3BuBaOThCS B MIKIpl 1
BHYTpIIIHIX OpraHax, 30Kpema B cepil (abakTepiaJbHUN EHJIOKApIUT), HUPKaX
(BoBUaKoBUW HE(GPUT), CEJIE3IHIN 1 BHIOYKOBIN 3am031 (peHomeH ‘“‘THuOyIMHOBOI
TYIINUHA ).




Knacuunum mopdonoriuaum nposisom CUB € abakrepianbHuii 60pogaByacTuii
(Beppyko3umii) enmokapaut JliobmMana-Cakca. MakpockomiuyHo:  (HopMyBaHHS
TPOMOOTHYHUX OOpOJaBYACTUX HaIllApyBaHb B MICIll JpiOHUX 3BUpPaA3KyBaHb
EHJIOKapJly 3 MOXJIMBUM PO3BUTKOM JpiOHMX Tmepdopaliiii CTyJOK KiIamaHiB 1
po3puBoM xopji. OCOOIMBICTIO JIIOMYC-CHAOKAPAUTY € JIOKaTi3allisl 3MIH HE TI0 Kparo
KJIalaHiB, a Ha 1X 30BHINIHIA MOBEPXHI 1 Majl po3Mipu TPOMOOTUYHUX 3MiH, BUPA30K
1 mepdopariii (< 3-4 MM B giameTpi).

Imynokommiiekcuuii  rnmomepynoneppur (I'H) mpu CUB npencraBienuii
nricThbMa TUTaMu 3riHo Kiaacudikarii BOO3:

- I Tun — nasgsuicTs 1K Ha 6a3anpHI MeMOpaHi KaniIsapiB KIyOOUKiB;
- II Tun — me3anriansauii 'H;

- III Tun — BorHumeBwmii npomideparusauii ['H;

- IV tun — nudy3uumii nponideparusauii ['H;

-V tun — mem6pano3unii I'H;

- VI tun — XpoHIYHUHN TJIOMEPYIOCKIEPO3.

3minun B cenedinul npu CUYB: ¢(iOpuHO3HI 3MIHM CyJuH, IIa3Maru3allis,
BIJIKJIaJIaHHA OUIKOBUX JEMO3UTIB B UYEPBOHIN IyJbIi, YTBOPEHHS OE3KIITHHHUX
€03MHOPIILHUX AUISIHOK. [[aTOrHOMOHIYHMM € CUMIITOM “UMOYJIMHOBOI JTYIINUHKA
NEPUBACKYISIPHUM CKJIEPO3 IEHTPAIbHUX apTepid CeNe3iHKH 3 KOHIICHTPUIHUM
HaIIapyBaHHIM KOJIAT€HOBUX BOJIOKOH.

VYpakeHHs BWJIOYKOBOI 3a703M BHSBIEHO y BCIX MAIT€H: IHTEPCTUIIATBLHUN
TAMIT y TO€IHAHHI 3 TINEPIJIa3i€l0 BHYTPIINIHBOIOIBKOBUX TEPUBACKYIIIPHUX
MPOCTOPIB 1 BUpakeHa aTpodis BIacHE MApPEHXIMH 3aJ03U 3 PI3KO 3HUKEHOIO
MPOYKII€I0 TUMIYHUX TOPMOHIB. [laTorHoMmoniuauM miist CUB € nepuBackysipHUiA
CKJIEPO3  MDKIOJNBKOBHX  apTepiii  TUMYyCy  aHaJoriyHO  “IUOYJIMHOBOMY
MEePIapTUKYIIPHOMY CKJIEPO3Y CEJIC31HKH.

Kainika CUB y niteit BiApi3HIAETBCA TOCTPUM MOYATKOM 1 IepeOIroM 3 paHHBOIO 1
OYpXJIMBOIO F'eHEepasTi3alli€lo 1 MEHII CIIPUSATIMBUM IIPOTHO30M, HIXK Y JOPOCTUX
XBOpUX. BBakaroTh, 1110 cTaTEBI 1 BIKOB1 BIIMIHHOCTI KJIIHIYHHUX 1 CEPOJIOTTYHUX
nposieiB CUB 3yMOBIIeHI FTeHETUYHUMU MapKepaMu, CTATeBUMU TOPMOHAMU Ta
BIKOBOIO 1HBOJIIOIIIE€IO IMYHHOI cucTeMu. st moctaHoBkM aiarHo3y CUB y mitei
y KJIHIYHIN TPaKTUIl M.0. BUKOPUCTaHI KpUTEpii AMEpUKaHCHKOI
PEBMAaTOJIOTTYHOT acoIiallii:

- IIKIpHI 3MiHU:
a) epuTeMa Ha O0JIMYYl Y BUTJISA1 METENIMKA, JUCKOIIHI BUCUTIAHHS;

0) poromepmarur;
B) p13HOMaHITHI OJIMOP(HI BUCUITAHHS;

r) Tpo(iyH1 3MIHHU MIKIPH 1 TPUIATKIB,



1) ajomerris

- JIMCKOIJTHMM BOBYAK;
- cuHapoM PeliHo;
- 3BHpa3KyBaHHS HA CIM30BIH pOTa, HOCOTJIOTKH;
- aptput 6e3 nedopmartii cyrino0is;
- TICEBJONO3UTHBHA peakilis Baccepmana;
- TOJICEPO3HT;
- 3MiHH Yy H.C., [ICHXO3H.
JlabopaTropHi KpuTepii:

Kpos:

- netikonenis (11 < 4,0 x 10%1 npu ABOX DOCIIKEHHS X04ua OU), 3CyBaHHS
dhopMyIH BIIIBO;

- mim¢omnenis (< 1,5 x 10%1 npu 1BOX JOCITIIKEHHSX);

- TpoMbOornurornieHis (< 100tuc. 1 <);

- antutina go JJHK, SM-antureny;

- rineprammaryioOyiiHemis — (raMmarjioOyjiiH  MICTUTh  BOBYYKOBUM
¢bakrop, BiMOBIAAIbHUHN 32 yTBOpeHHs1 LE-KIiTHH, 1HII aHTUHYKJIeapH1
bakropn);

- M.0. MO3UTUBHA peakilis Ha peBMaToifHuil Gpaktop (PD);

- Bucoka [IIOE — no 60-70 mm/ro.

Ceua — npoteinypis (> 3,5 r/no0y).

Sk mpaBuiio, y niTel HaWyacTillle € TOCTPUH MOYaTOK 3 BHUCOKOIO AKTHUBHICTIO
MPOIIECy, TMOJICUCTEMHICTIO YpaXeHb 1 IIBUAKUM HECTIPUSITIMBUM IPOTHO30M.
[Ipn oMy € XapakTepHHUM: HEMpaBUJIbHA Tapsdyka 3 03HOOaMHU, HEJOMaraHHs,
CyrjI000BUN CHUHIPOM 13 CTIMKMMHU 1 CUJIBHUMU apTPaITisIMU 1 MiairisiMu, MOsiBa
pI3HUX MIKIPHUX CHUMIMTOMIB, 3HU)KEHHSI aleTUTy JO0 aHOPEKCIi, MOXyAaHHS 0
Kaxekcii, Oom ronoBu. Pimme (y 20-30% BumajgkiB) mepumii CUMITOMHU
3aXBOPIOBaHHS  3YMOBJICHI  ypaXCHHSIM  HHUPOK, IO  CYNPOBOIKYETHCS
apTepiaTbHOIO TINEPTEH3IELO.

OTxe, cTaH TUTUHU BU3HAYAETHCS CUMITOMAaMHU 1 CHHIPOMaMH, SIKi 3yMOBIICHI
MPOsSIBAMU aKTUBHOCTI 3aXBOPIOBAHHS, YPAKEHHIM OPraHiB 1 CUCTEM.



YpaskeHHs CJAU30BUX 000J10HOK i IKipy — HaituacTimmii cunapom npu CUB (80-

95%). Icnye maitxke 30 BapianTiB 3MiH Ha 1ikipi npu CUB, ogHak y mo4yaTKoBOMY
nepioJil BOHU criocTepiraloThest TUibku y 40% BumnankiB. HalixapakTepHili 3 HUX
HACTYIIHI:

1.

B w

[301H0BaH1 200 3JIMBHI €PUTEMATO3HI TISIMH 3 (QOJIKYJISIPHUM TilIEPKEPaTO30M
pi3HOT BenMYMHU 1 (opMu, HAOPSKH, BIAMEXKOBaHI BiJ 3J0POBOI MIKIPH.
YacTime BOHU CHOCTEPIraroThes Ha obOauyyi (“MeTenuK’), mui, Tpyasx, Ha
PO3TMHAIIBHUX TOBEPXHSAX JIKTHOBHX, KOJIHHUX, TOMUIKOBO-CTYITHEBUX
cyrio6iB. [HKONMM epuTeMaTO3HI IUIMH AyXe TilnepeMoBaHi, HaOpsAKIl (K
COHSYHMM oOrmiK). [HKOMM ‘“‘MeTenuk” Mae BUTIAA Oemuxu o0naudus ado
“BacCKyJIITHOTO” METENMKa y BHUIVIAAI HECTIMKOI MyJbCYyIOYOi PO3JIUTOI
rinepeMii 3 MLIaHOTMYHUM  BIATIHKOM B CepeAHiil 30H1 00JMYus, IO
MOCUJIIOETBCS TPU  1HCOJIALIT, XBWJIIOBaHHI, IpiIOHHMX HEKPO3iB, MOKPUTHUX
KipKaMH..

[ToniMopdHI BUCUTIaHHS Ha IIKipi — OyJUIM, BY3JIMKU, YPTHUKapli, remMoparii,
ciTyacTe JBEAO 13 3BHUpPaA3KyBaHHSAM MIKipu. Jlisg migrocrporo mnepediry
XapakTepHUMH €  TamyJo-CKBaMO3HI 1  KUIbLEBUAHI  BUCHUIHA 3
TIMOMITMEHTAIIIEO 1 TeJICaHT1eKTa31sIMU B LICHTPI.

TpodiuHi 3MIHU — CYXICTh WIKIPH, AJIOMTELis, IOMKICTh HITTIB.

Kaninsgputu — Ha moaymiedkax MajibIiB, JOJOHSX, IMIJIONIBaX € YEpPBOHI
HaOPSIKJI TUTSIMU 3 TEJIEAHT10€KTa315IMU, aTPO(Piero MIKIPH.

[Ipu xponiunomy nepebiry CUB crnocrepiraioTbesi epuTeMaTo3H1 BUCHUIIAHHS
(1HG1TBETPOBaHI 3 TIMEPKEPATO30M, JTYIIEHHSIM, pyOIIeBOIO aTpodi€ro MKIPH), Y
JITEN 3yCTPI4arOThCs PialIe.

JIMcKoinH1 BUCUIIAaHHS — €PUTEMATO3H]1 OJIAIIKH 3 T1IIEPKEPATO30M.

KinprieBuaHi BUCHUIIAHHS 3 TeJEaHTIeKTa31sIMHU, JIEMIrMEHTAI€0 B IEHTPl

(uiie, mws,

IpyAu, KIHLIBKH).




7. Jlromyc — XEWsiT: MOYEpBOHIHHA T'y0 3 CIpyBaTHMHM JIyCOYKaMH, €pO3isIMH 1
HACTYITHOIO aTpodicro Ha YEPBOHIN KaiiMmi Iyo0.

8. Enantema cian3oBOi 000JIOHKK POTOBOI MOPOXKHUHU — €pUTEMA 3 TEeMOparisiMu
1 eposisimu. [Ipu BHUCOKIN aKTUBHOCTI CIIOCTEPIraeThcs adTO3HHI CTOMATUT Y
BUTJISIII €pO31i 3 KEPATUUHOI 00BIIKOIO.

9. Ha cnu3oBux o0o0yioHKax poTa 1 HOca epo3ii, BUpa3KH, OUTICYyBaTi OJIALIKH,
€PUTOMATO3HI OJISIIKH.

JuckoinHuii __4yepBOHMIi _BOBYAK — XBopoOa WIKIpH, XapaKTEPU3YEThCA
MEPCUCTYIOUMMH €PUTEMATOSHUMHU BHCHIIAHHAMH (okpyrioi, oBabHOI popmu) 3
JYIIEHHSM, TeJeaHTieKTa3isiMu, (GONIKYIIPHUMUA €JIEeMEHTaMu 1 pPyOIeBUMH
sminamu. Axtutina no JIHK we BusBnstorscs. Pigko (5-20%) po3BuBaroThCs

CUCTeMHI1 TpOSBH, YACTO THUMYACOBI. JIUCKOITHWUN dYEpBOHUN BOBUAK —

nobposikichuit BapianT CUB, omHak B KJIiHIYHIM TPaKTUI PO3TIISAAIOTHCS, SIK

CaMOCTIiiTHa HO30JIOT14YHA OJMHHMIIS 3 CHPUSATIUBUM IIPOTHO30M.

Cyrao6oBuii cuaapoMm croctepiraetbest y 80-90% BUIaaKiB y XBOPUX € OJHUM 13
NepInX KITHIYHUX NPOSBIB 3aXBOPIOBaHHSA. [IpunyxiicTh Cyrio0iB BUSHAYAETHCS
NeplapTUKYISIPHUM HAOPSKOM, PIAIIE — CHHOBIITOM. Y JESIKUX XBOpUX M.O.
nedopmMariisi MixkgaaaHTOBUX CYTJI00iB 3 atpodieto M’si3iB, 0COOJUBO Iie 00pe
BUPAXEHO Ha TUJIBHIN moBepxHi kuctei. Cyriao00BUil CHHAPOM CYMPOBOKYETHCS
CTIIKMMHU MIO3UTaMH, MiairiiMu, ciabicTio, atpodi€r0 MPOKCUMAIbHUX TPyl
M’SI31B.

OcobnuBicTio cyriao6oBoro cunapomy npu CUB € wmirpyroumii xapaxtep,
JEeTIOWiCTh  0O0JII0,  HIBUAKE  3HUKHEHHS  MICHs  NOYaTKy  JIIKYBaHHS
rimokokoptukoinamu (I'K) abo 1 HecTepoinHUMU MPOTU3ANAILHUMHU IpernapaTaMu.
Pigmie cmocrtepiraetbest CTidikuii 0o0JbOBHE cuHApoM. Haluactimie cyriio6oBuii
CHUHJIPOM TPOSIBIIETBCSA apTPAITiIMU B KPYMHUX 1 APIOHUX Cyriio0ax KIHIIIBOK
(gacTime B KOJIHHHUX, TOMIJKOBO-CTYITHEBUX, JIKTHOBUX 1 MPOKCUMAJIbHUX
MDK(}aNaHroBUX Cyrio0ax majbliB KucTel). MOoXKyTh CHOCTEpIraTUCS CUMIITOMU
roCTpPOro, MArOCTPOro 1 XpOHIYHOTO MOJIapTPUTY.

XapakTepHUM € CUMETpPUYHE, MOCIIJOBHE YPa)K€HHS CYIJI00IB: MPOKCUMAaIbHUX
MDK- (pajlaHrOBUX, I 'ICTHO-(aJaHTOBUX, KOJIIHHHUX, TOMIJIKOBO-CTYITHEBUX. B
JESIKUX BUIIJKaX MOXIIMBE T€HEpali30BaHe ypaxXeHHs Cyrjo0iB 3 YIIKOIKEHHSIM
KYJIBIIOBHX, JTIKTbOBUX, TUIEUOBUX, a TAKOXK IIMIHOTO BiIIUTY XpeOTa.

[Ipu roctpomy mnomiaptputi npu CUB xapakTepHUMH € BHpPaXX€Hl MICIIEBI
CUMIITOMHU 3alaJieHHS: TEpIapTUKYISIpHUN HAOpsIK, MICIEBE IBUIIECHHS
TEMIEPaTypy HIKIPH, OOMEKEHHS PYXiB B ypaXKeHHUX Cyrio0ax, 1HKOJIM HEBEJIMKa
KOPOTKOYACHA €KCY/aIlisl B YPaXKEHUM CyTII00.

[ligrocTpuil 1 XpOHIYHUI MOMIAPTPUTH XAPAKTEPUIYIOTHCA BIJHOCHO TPHUBAJIHM,
XBUJIEMOIIOHUM, HEPIAKO MPOTrPECYIOYUM NEpediroM 1 mpH [bOMY CIIOCTEPIra€ThCs
MOMIpPHE MIABUIICHHS MICLIEBOI TEMIEpaTypyu ILIKIpH, OOJIIOUICTh 1 OOMEXKEHHS



GbyHKIIT ypakeHUX Cyrjio0iB, IHKOJIM XBOP1 BIIMIYAIOTh PAHKOBY CKyTicTh. llpu
00’ €KTUBHOMY JTOCIIPKEHHI BUSBIISIEMO OYPCUTH, HAPOCTAHHS TEPIapTUKYIIPHUX
3MiH, PO3BUTOK TIOTPO(dii MIKKICTKOBUX M 5I31B.

BoBuakoBuii apTpuT 3a XapakTepoMm Tepeliry moaiOHuil 10 peBMAaTHUYHOTO 1 HE
NPUBOJUTH 10 CTIKKHUX AeopMaliiii cyriodiB i KOHTPAKTyp, OKPIM CUMETPUIHUX
BEPETEHOMNOII0HUX Jepopmariiii mpokcuMaabHUX MikdanaHroBux cyrioois II-1V
MaJbIiB KUCTEH 0e3 MopymeHHs X GyHKIIII.

[Ipu peHTreHosoriyHOMY AOCTIIKEHH1 MATOJOrii 3 00Ky CyrioOOBUX XpSILIB HE
BUSBIIIEMO HAaBITh NpPU TPUBAJIOMY pEIHUIMBYIOUOMY TIepediry mpouecy. B
OKpEeMHUX BUMAJKaX MOKE CIOCTEpIraTHUCh emidizapHuil 0CTEOnopo3 B cyriodax
KHUCTEH 1 MPOMEHEBO-3aIl’ICTHUX CYIJIo0ax, piIKo JesiKe 3BY>KEHHS CyrjIo0OBHX
i, KictkoBa nectpykmis, ankino3u npu CUB He dopmyroThcs HaBITH mpu
TPUBAJIOMY, PEHUIUBYIOYOMY Tepediry cyrio0oBoro cuHapomy. B pesynbrari
MEPEHECEHOTO TMOiapTpUTy M.0. TPHCKOpPEHE MO03piBaHHS SACp OKOCTEHIHHS
ypake€HUX CYTJI00iB.

Maitxe y 20% BunankiB cepes maiientiB 3 CUB cnoctepirarotbcst 60511 B JOBIUX
TpyOUacTux KicTkax, pedpax, jgonarkax i rpyausi. Ocanrii, 3yMOBII€HI BaCKyJIITOM
PI3HOI IHTEHCUBHOCTI, SIK NMPABHWJIO, CHOCTEPIralOThCs MPU BHUCOKIM aKTHBHOCTI
BOBYAKOBOI'O MPOIIECY 1 NIBUJKO 3HUKAIOTh MPH JIKYBaHHI.

[Ipu CUB wyacto y aAopociuMx 1 3HA4YHO piamie y JiTed myOepTaTHOro BIKY
PO3BUBAETHCS ACENTHUHUN HEKPO3, 10 XAPAKTEPU3YETHCS KICTKOBO-XPSIIOBOIO
CEKBECTPAIII€I0 3 BTOPUHHUM OCTEOCKJIep0o30M. OCTEOHEKpO3U Yy JMITeH dacTiiie
JIOKAI3YIOThCS B AUISHIN emidi3y rojliBKA CTETHA, KiHIEBUX (ajaHr 000X CTOT.
KiiHiuHO y XBOpHX 3 aCeNTUYHUM OCTEOHEKPO30M CIIOCTEPIrae€ThCs CTIMKUM O171b
B YpaXeHUX Cyrio0ax 31 3HAYHUM MOPYHICHHSM (QYHKIi, [0 € TPUYUHOIO
1HBaJIITHOCT1 JiTel. PO3BUTOK aceNTUYHMX HEKPO3IB € MPOSBOM T'€HEPali30BaHUX
BACKYJITIB MpPU BHUCOKIA aAKTHUBHOCTI TMpPOLECY 3 MOJAJbIIMM 3HAYHUM
MOPYLIEHHSIM TPOIIECIB pemnapaliii 1 po3BUTKOM Ae(OPMYIOUOIO OCTEOAPTPUTY.
[leBHy posb BIIIrpae Tepamis TJIIOKOKOPTUKOINAMM, sIKa  MOMIHOJIOE
rinepKoaryssio, JeMiHepati3auio KiCTOK.

[lapanenbHO 3 CyrJIOOOBUM CHUHAPOMOM CHOCTEPITalOThCS YPaKEHHS M’SI31B, SIKI
MPOSIBJISIIOTECS  MiaybrisiMM @00  MOMIMIO3UTOM. bomi  JIOKanmi3yloThCcsl B
CUMETPUYHHX I'pynax M’a31B KIHI[1BOK.

JIJist TOCTPOro MiO3UTYy XapaKTepHUM € OOJIbOBHM CHUHAPOM 1 3HMKEHHSI M S30BOi
CWIM, $IKI y JITeH 3yCTpiyaroThCid 3HAYHO 4YacTille, HiK Yy jgopociux. l[lpu
najbliaiii CIOCTEPITaEThCA TICTOBAaTa KOHCHUCTEHINSE M SI31B 3 JiUISHKaAMU
yirtbHeHHs. 111 3MiHU € HECTINKUMHU 1 KOPOTKOYACHUMU.

[Ipu miaroctpoMy Mio3uTi OOJIOYICTE B M’si3aX BUSBIAEMO TMPU MajbHallli.
Hacnigkom roctporo abo miarocTporo modaiMio3uTy M.0. momipHa TinmoTpodis
CUMETPUYHMX, YaCTIIIE MPOKCUMAJbHUX M S31B KIHLIBOK, fKa MOEIHYETHCSA 31
3BOPOTHUMH JIETKUMHU CYXOXKUJIbHO-M SI30BUMH KOHTPAaKTypaMH B JIKTbOBUX,
IUICYOBUX 1 KOJMIHHUX CYIJI00ax. YpaKeHHSM M S31B HE MPUBOAUTH IO TSHKKOI



(GyHKIIOHANBHOT HEAOCTAaTHOCTI OMOPHO-PYXOBOTO amapaTy 1 Mae€ MIBUIKY
MO3UTUBHY JMHAMIKY MPU aICKBATHOMY JIIKYBaHHI.

YpaxkeHHsI cepleBO-CYAMHHOI cucTeMu Mae micie y 65-100% BunaakiB cepen
xBopux. Haiuactime BicuiepansuuM nposisoM CUB € kapaut (100%), MiokapauT 1
NaHKapJAUT € MaiKe Yy TMoJoBUHU JiTer, xBopux Ha CUB. Kapaut po3BuBaeThes
Ha TMO€JHAHHI 3aMJIbHUX 1 AUCTPOPIUHUX 3MiH: Tudy3HE YpaKEHHS CIIOIYYHOI
TKQaHWHU MIOKapAy 3 TMOPYIICHHSM MIKPOIUPKYIIAIIi, PO3BUTKOM KOPOHAPHUTY 1
Hagami ckiepo3y. OcTaHHI MOXYTh BUKIMKATH  ApPiOHO-BOTHUILEBI HEKPO3U
MiOKapay He 3B’s3aHI 3 TPOMOOTHMYHUMH YCKJIAQIHEHHSIMH (IIOPYILIECHHS
TpaHCKaNuIIpHOTO OOMiHYy, MpOLECiB MeTadoJi3My B OpraHi3my B IIJIOMy 1 B
MiOKap/i 30Kpema).

Kniniuna cumnromatuka Hemae crnenudiyanmx ocoommBocteir s CUB,
CIIOCTEPIraeThCsl IWiaTallis JIBOTO HUTyHOYKA 1 rimepTpodis Miokapay 3aaHbOl
CTIHKH JIIBOTO IIJYHOYKA 1 MEPErOpoKU. boaboBU CHHAPOM PI3KO BUPAKEHUH 13-
3a KOpOHApUTY, MEPUKAPAUTY. 3aJuIIKka MoMipHO BupaxkeHa. Criiika Taxikapis,
piIIe € eKCTPACUCTONIH, 1HII MOPYIICHHS PUTMY 1 TPOBITHOCTI. ['paHuIll ceprieBoi
TYIOCTI TOIIMPEHI, TOHU oOcjabieHi, myM ‘“mioreHHoro” xapaktepy. Ilpu
BUCOKOMY cCTyreHi akTuBHOCTI CYUB Hepigko po3BUBA€ETHCS KOPOHAPUT 3
HAaCTyTHUM HEKPO30M MiOKapay.

3HayHO yacTime, HDK BBaXajau padime (y TOJOBUHM XBOPUX MpHU
THCTPYMEHTAJILHOMY JIOCHIKEHHI) € ypa)KeHHsl KiamaHHoro amapaty. KiiniuHi
CUMIITOMH  €HAOKApIUTy crocrepiraemMo  pigko. llepeBakae  BaibBYMIT
MITpaIbHOTO KiamaHy (HaOpsK, TOTOBIICHHS, HEUYITKa CTPYKTypa, a aail
VIIUIBHEHHS), SKU HE TPUBOJUTH O TOPYIICHb T'€MOJMHAMIKKA 1 HE CTBOPIOE
YMOB [UIsl BUHMKHEHHS OpraHI4YHOro IIymy. [HKOIM BajbBYJIT MITPajJIbHOTO
KJIallaHy MO€EIHY€ETHCS 3 YPAXKEHHSAM a0pTH a00 TPUKYCIIIaIbHOTO KIIaNaHy.

[Ipu ennmokapaiti JliOmana—Cakca ypaxaroTbCs MNPUCTIHKOBHM €HIOKapA 1
KJanaHu. bopoJaBku mpH LbOMY  pO3TAalIOBYIOTHCS HE MO JiHIT 3MHKaHHS
KJIallaHiB, a HA 000X MOBEPXHSX CTYJIOK HA JIeAKid Biajani Big KpaiB. B ocranHi
POKH IIPOSIBU €HAOKAPIUTY PIIKO OYBAIOTh SICKPABO BUPAKEHUMU 1 IIBUJKO MAIOTh
3BOPOTHIM pO3BUTOK Ha QoHi mnaroreHetnyHoi Ttepamii. [Jnsa CUB He €
XapakTepHUM (OpMYyBaHHS KiIamaHHUX BaJ. Y MITeH dYacTilie HDK y JOPOCIHX
pPO3BHUBAETHCS MaHKapIUT. B 1mpoliec BTATYIOTbCA CYIAUHHU, 30Kpema apTrepii
CEPEeNHbOrO 1 IPIOHOTO KaMOpy, MOKIIUBE YPAXKEHHS A0PTH 1 1i KPYITHUX T1JI0K. Y
JUTEN PIOKO CHOCTEpIraeTbesi CUHIApoM PeliHO - mepioguyHa imeMisl MajbIliB,
3yMOBJIEHA Ba30CNa3MOM 1 CTPYKTYPHUMH 3MIHAMU CYIHH.

Cunapom PeiiHo Mae Miciie Maike y MTOJIOBHHH XBOPHUX 1 € 03HAKOIO MEPEBAXKHO
noOposikicHoro mepeliry 3axBoproBanHs. OpHak, kmiHiuHa MaHidecramiss CUB
CUHIPOMOM PEiHO — NPOTrHOCTUYHO HECHPUATAMBHM INpusHak. [Ipm npomy y
XBOPHUX CIOCTEPIralOThCS TeHEepai30BaHl 1MIEMIYHI HEKPO3W KIHYMKIB MajbIliB,
IJIOMEPYJIOHEPUT 13 BHUCOKOK 1 CTaOUIBHOIO apTepiajibHOK TINEePTEH3IEL0,
aHTIOMATIEI0 CITKIBKU, IEpeOpOBACKYJIITaMH, JIET€HEBOI Tineprensieto. Pinako €




AHEBPU3MH CYJIMH, aHEBPU3MH KOPOHAPHUX apTepii, po3MIapoByroUa aHEBpHU3Ma
a0pTH.

IlepuKapaUT pO3BUBAETHCA HA BHUCOTI AKTUBHOCTI MPOLECY 1 € BHUSBOM
NaHKapAUTy, TMOJICepO3UTy. Y JMiTell  4YacTillle CIOCTEePIraeThCsl  BUIITHUN
nepukapauT. ExcyaaT MyTHUM, 1HKOJIM CEpO3HO-reMOopariuyiHui, ae pussisemo LE-
knTuHU. Ile CcympoBOKYEThCS PI3KUM  TOTIPIICHHSM CTaHy  JUTHHU 1
HapoctanHsMm cumnTomiB HK. Tlepukapauté MarwTh 4YITKYy TEHJCHINIO [0
penuauBiB 1 oOmiTepanii nepukapay. OJHaK MpU BYaCHOMY 1 IOBHOMY JIIKYBaHHI
MO>KJIMBUH 3BOPOTHIN PO3BUTOK KapAUTY.

Ypa:keHHs1 _JiereHb YV JiiTei BYCTpi‘-IaeTBC}I 4acTo 1 XapaKTepU3yeThHCs
nomMopqnsMOM KJIIHIYHUAX TPOSBIB, MO BIAMOBIZa€ MOPQOJIOTIYHUM 3MiHAM
CyIuH 1 1HTepCcTHIit0 yereHb. CyquHHUN KOMIOHEHT M.0. mpeacTaBieHU abo
BaCKYJIITOM, a00 CKJIEpO30M CYIWH JIET€Hb, a IHTEPCTUINATBHUN — YpaKEHHSIM
IHTepCTHUIIO (B T.4. IHTEPCTUIIAIBHOI MHEBMOHI€) a00 MHEeBMO(DiOpo3oM. Y
JTed TepeBakaloTh Majo- abo Oe3CHMMNTOMHI BapiaHTH Nepediry JiereHeBo-
MJIEBPATILHOTO CHHIPOMY.

Kminiyno npu Bucokomy ctyneHi CUB po3BUBaeThCS TOCTpHUM JIETCHEBUI
BaCKYJIT, SKUM TIPOSIBISETHCS MiJ Mackow mHeBMOHII. KiiHiuHa Manidecraris:
CUMIITOMH JUXAJIbHOI HEAOCTATHOCTI, CyXUM HaJCaJAHUMN Kalllelb, 001 y TpyAHIH
KT, Pi3uKanbHO 3MIHU B JIETEHSX BIACYTHI a00 He3HauH1 (ociaabieHe TuXaHHs,
HETOCTINHI KaTapalbHI CAHMITOMH). PEHTTeHOIOTIYHO BUSABISIEMO APiOHI 1 CepeHl
BOTHUIIEBOMOAIOHI TiHI 3 HEPIBHUMHU KOHTypaMH, YacTO 3JIMBHI, HeE
CYNPOBOIKYIOTHCSI PEAKITi€I0 KOpeHs “MosiouHuit o’ (cyauHH1 peakirii). [axomnm,
BUSIBJISIEMO OJIMHOKI KpPYITHI MIirpyroui iHMUIbTpaTH, atenekrasu. [HhimpTpaTuBHI
3MIHM y JIETEHSX PO3BUBAIOTHCS HA (OHI MPOrpecyrdoro audy3HOTro
KPYNHONETJIUCTOro MHeBMOG10po3y.  JlereHeBuil BacKymiT, TpOoMOO3 CyAHUH
JIeTeHb, Mporpecyrounii MmHeBMO(piOpo3, IMBHAKO TMPUBOJATH JO JIETEHEBOI
rinepren3ii Ta 1 JgexkommeHcauii. IlapanenbHO BIAMIYAETHCS BHUCOKE CTOSHHS
KynomiB jiadparmMu, OOMEXKEHHS 1 pPyXOMOCTI, B pe3yJbTaTli ILIEBPO-
niadparMaibHUX 3pOILEHb, 3HMKEHHS TOHYCY 1 3alalbHO-IUCTPO(MIUHUX 3MIH
M’s31B giapparmu (3a nanumu Y3Jl). Ha upomy ¢(oHi yacTo npuegHyrOThCS
BIpyCHO-0aKTepiajibHI MHEBMOHII, TYOEpKYJIb03, TPUOKOBI YpaKeHHS.



VYpaxenns nereneii npu CUB

Eo3uHodipHMNM BaCKyIIT Ta KapIuT



VYpaxkeHHs JIETeHEW Npu 1epMaTOMIO3HUTI

IoJicepo3uT — o3Haka kiacu4Hoi KiiHIYHOI kKapTuHu CUB (y 90% Bumankis).
[Tonmicepo3ut pa3zom 3 Cyriio00BUM CHHAPOMOM 1 YpaKeHHSIM LIKIPH CKJIaJal0Th
CHUHIPOMO-KOMILIEKC, xapakrepHuil niusi CUB. HaliuacTtime ypaxkaerbes IieBpa,
JaJii epukap/, ouepeBruHa. KiiHiuHI MposBU cepo3UTy 3BUUaiiH1 (001, IIyM TepTs
mieBpy, nepukapay). KinbkicTe ekcymary, sK TNpaBWIO HEBeluka. BupaxeHa
TEHJICHIIiS 3amajbHOTO TIpolecy 10 oOmiTepalnii IJIeBpajdbHOI TOPOKHUHH,
nepukapay. BoBuakoBHMI TMOJIICEPO3UT TIABKM TPH YK€ BHCOKOMY CTYIMEHI
AKTUBHOCTI TIPOIIECY TMPOTIKAE TSHKKO, 3 BEIMKOK KIIBKICTIO PIIUHA B
MOpOXHUHAX. BusBIsieMO OOMEXEHI NEPUTOHITU (MEPUCIIEHIT, MEPUTeHaTHT),
MEepPEBAXKHO HA ayTOICii.

BoBuakoBuii _HepuT - mONyc-HEPpPUT — KIACUYHUN 1IMYHOKOMIUIEKCHUN
He(pUT, kUil po3BuBaeThCcs y 70% BUMAAKIB, BUZHAYAE MMPOTHO3 3aXBOPIOBAHH.
Opnak npu MOpQOJOTIYHOMY JOCHI/DKEHHI OIONTaTiB HUPOK TIEBHI 3MIHU
BUABIIIEMO y OUTBIIOCTI MAII€HTIB, B T.4. Y TUX, XTO HE Ma€ KIIIHIYHUX MPOSBIB
ypaxeHHs: Hupok. Y 30% BumazakiB kiaiHiuHI nposisu CUB, y Oinbmiocti BoHH
PO3BUBAIOTHCA HA MPOTS31 JIPYroro 1 TPEeThOTO MiBPIYUs 3aXBOPIOBAHHS 1 JyXKe
pinko — mi3Hime. [lIBuako HePpUT pPO3BUBAETHCS TPH BHUCOKIA AKTHBHOCTI
MaTOJIOTIYHOIO TpOLecy, MPU YOMY MpU THKKOMY HOro mepeOiry yci 1HIii
CUMIITOMH 3aXBOPIOBAaHHA MOXYTh OyTh Mano iHQopMaTtuBHUMH. KiiHIYHO
BUJIUISIEMO HACTYITHI BaplaHTH JIIONyC-HEDPUTY:

- IIBHJAKO MPOTPECYIOYU HEPPUT, SKHA XapaKTEPU3YETHCS HASBHICTIO
Heppotuunoro cunapomy (HC), paHHIM pO3BUTKOM apTepiaiabHOl
rimepreH3ii (4acTo 3JIOAKICHOI) 1 HHUPKOBOI HEJOCTaTHOCTI, fKl
BHU3HAUAIOTh HECHPUITIUBUN MPOrHO3 (audy3Hui mnpoiipepaTuBHUAN
He(PUT 3 MIBMICSALIEBUMU YTBOPECHHSAMH);

- HedpOTUUYHMI BapiaHT 3 HaOpsSKaMHU J0 aHACApKH, TIIONPOTETHEMIELO,
TINepIIneMier0, MAaCUBHOIO MTPOTETHYPIEIO Ta CEYOBUM CHHIPOMOM;



- HedpUTUYHUI BaplaHT 13 3HAYHMMU 3MIHAaMH B CE€Yl, HEPIAKO 3
EKCTpapeHAIbHUMHM  TPOSIBAMU 1  3HIDKEHHSIM  (YHKIIOHATBHUX
ITIOKA3HHUKIB;

- JaTeHTHUH HeppuT 3 MIHIMAJIBHUM CEYOBUM CHHJPOMOM 0e3
nopyueHHs: GyHKIlT HUPOK 1 eKCTpapeHaIbHUX MPOSIBIB.

Mopdonoriuno Jronyc-HeppUT Mae HACTYITHI BapiaHTU: BOTHUIIIEBUI BOBUAKOBUM
npoJidepatuBHuil, AUPY3HUNH BOBUAKOBHUU MpoJiipepaTuBHUIM, MEMOpPAHO3HUM,
ME3aHT10-MeMOpPaHO3HUHM,  Me3aHTionpodiepaTuBHUNA,  Me3aHT10KaNUIIpHUM,
¢bi0porIacTHIHUH.

HeoOxigHO BiAMITUTH, 11O MpPU BUCOKOMY CTYIEHI aKTMBHOCTI MATOJOTIYHOTO
npouecy HepUT IIBUIKO PO3BUBAETHCA 1 MPOTPECYE 3 PO3BUTKOM HHUPKOBOI
HEJO0CTaTHOCTI.

Jllonyc-renatur y AiTeil 3yCTpIYaeThCsl PIAKO, MPOTIKAE MO THUILY ayTOIMyHHOTO
renaTuTy 3 TIePIPOAYKIII €O r'yMOpPaJIbHOI JIAHKHU IMYHITETY
(rinepramMmario0yJIiHEMI€I0, TINePIMYHOITIO0YTIHEMIEID), MOSBOI AHTHUSICPHUX
AQHTUTUI, aHTUTLT A0 TJAAKUX M’ 531B, aHTHHEHTPO(IILHUX HHUTOILIa3MAaTUYHUX
AQHTUTLUI A0 MIKPOCOM IE€UIHKH, HUPOK, 1H., MIBUAKO Mporpecyrdoro. Kpim 1poro,
YPAKEHHSI MEUIHKU (3KUpoBa AUCTPOdis, HUPO3) MOTNIUOIIOIOTHCS MPU PO3BUTKY
CepIIeBOi HETIOCTATHOCTI.

YpaxeHHs NUIYHKOBO-KHIIKOBOI'O TPAKTY 3YCTPIYA€ThCS 4acTO: aCENTUYHUN
NEPUTOHIT, AyTOIMYHHHI TeMaTUT, BACKYJIT ME3EHTEPI1abHUX CyIHUH, TAaHKPEATHT.
B roctpomy mepiofii CHOCTEpITAEThCS 3HUKEHHS ameTHTy JI0 aHOPEKCii,
JOUCTIENITUYHI SIBUIIA, 00JI1 B ’KUBOTI , Alapes. [Ipu enaocKkorii BUABILEMO 3analibHI
3MIHM CJIM30BOi CTPaBOXOAY, LUIYHKY, JBAaHAIISATUOAIO] KHUIIKH, 1HKOIH 3
YTBOPEHHSIM  €po3ii 1  BHpa3oK. bonboBHMII  CHHAPOM  BU3HAYAETHCS
MEePUCIUICHI3MOM,  1H(APKTOM  CEJEe31HKH, Ba30MOTOPHUMHU  MOPYIICHHSIMU
ME3EHTEpPIAIbHUX apTepiid, TeMOpariYyHUM HaOpSAKOM OpMXKEHKH 1 CTIHKHU
KHUILIKIBHUKA. Pifmie € BHUPa3KOBO-HEKPOTUYHUM TIPOLIEC HA PIZHUX PIBHIX
KHUILIEYHOT TpyOku (e30darit — MNpoKTUT — mnepdopauis — OakTepiaTbHUN
MEPUTOHIT, KpPOBOTeul). boyll MOXYTh BUKJIMKATUCh AalOIUIEKCIEID SEYHUKIB.
MoXIMBUIM CUMIITOMOKOMILIEKC 3JI0SIKICHOTO nepediry XxBopoou KpoHna.




Ehwriatd uul.‘ -

YpakeHHsI HEPBOBOI CHCTEMH NP KOMIUIEKCHOMY KIIIHIKO-T1a00paTopHOMY
00CTEe)XXEHH1 BHSBIIEMO Yy OUIBIIOCTI AiT€H B Pi3HIM Mipi BHpakeHe Yy BCl (pa3u
3aXBOPIOBaHHSA. [HKOJIM HEBPOJIOTIYHI CHUMIITOMH (CYyJIOPOXHI HPUIAIKH, XOpes)
MOSIBJISIFOTBCS.  33JI0BrO 10 (hOPMYBaHHS MOJICUHAPOMHOI KJIIHIYHOT KapTUHH.
XapakTepHUM € BEIUKUN KIHIYHUN TOMIMOP(I3M 3 ypaKEHHSM YCIX BIJJILIIIB
IEHTPaJIbHOI 1 MepuepuyHOi HEPBOBOI CHCTEMH Ta BETEeTaTUBHUX poO3JajiB. B
OCHOBI ypa)K€HHSI HEPBOBOI CUCTEMH € IMyHOKOMIUIEKCHUU BacKyJIT. YpaKeHHsS
ITHC € i BTOpMHHUMH MPH  TSOKKIA MOJIOPraHHif HeAOCTaTHOCTI (EKJIaMIICist TpH
HepuTi, TpoMOoemOoITist Tipu eHpokapauTi JlioMana-Cakca, iH.), M.0. HaCJIiIKOM
mikyBanHs (“cTepoimHi” mcuxo3W, iHGEKUIHHI yCKIAQIHEHHS, apTepiajibHa
rinmepTensist) abo CymyTHBOT'O 3aXBOPIOBAHHS HEPBOBOI CHCTEMH.

AMEpHUKaHCHKOI0O  PEBMATOJIOTIYHOIO  aCOLIalli€l0  3alpolOHOBAaHI  HACTYIHI
KpUTEpii HEUPOIICUXIUHUX po3aaliB y XxBopux 3 CUB.

Benuxki kpurepii.

1. HespousoriuHi:

- TeHepasli3oBaHi CylnopoxHi mnpunankd. BigHocHo pigko  (5%)
CIIOCTEPITa€EThCA  XOpes: KIIHIYHO Harajaye Majly Xopew IIpHu
peBMaTu3Mi, OJHOCTOPOHHSI a00 TeHepali30BaHa. Xopes MOXe
MOSIBIIITUCH 3a KUIbKa MicAiB g0 ocHOBHuUX cumnromiB CUB abo
MOSIBIISITUCH TPU YEProBOMY 3arocTpeHHi (mpuurMHa — TPOMOO3 CyAMH
0a3aabHUX siIep TOJIOBHOTO MO3KY);



- BOTHHUIIEBI pPyXOBI ab0 4YyTJIMBI NOpyLIEHHS (reMimapes3, mapaiiy
YepermHuX HEPBIB, TMOPYIICHHS TIOXOJKH, TIOMEPEYHUNA  MI€IT,
Helponaris);

- TeHepali30BaH1 po3iaau (MOPYIICHHS CBIAOMOCTI, eHIledaiT, opraHiuHi
MO3KOB1 CHHIPOMHU).

2. IlcuxiyHi:

- 1ncuxo3 (EHJOTeHHa JAempecis, IHUKIIYHI aeKTUBHI MOPYIICHHS,
30 PEHONOI0HT TOPYIICHHS);
- OpraHiuHi CHHAPOMH YPaXE€HHS TOJIOBHOTO MO3KY.
Mauni xputepii.

1. Hesponoriusi:

- mapecresii 0e3 00’€KTUBHOTO MIATBEPIKEHHS;

- MITpeHo3H1 060JI1 roJIOBH;

- TICEBIOHAOPSK JTUCKY 30pOBOIO HEepBa 1 T0OpOosIKiCHA
BHYTPIIITHbOYEPEITHA
TinepTeH3isl.

2. TlcuxiuHi:

- peaKkTHBHa JIENpecis;

- Iepenajgy HacTpolo;

- 3HWKECHHS 1HTEJIEKTY;

- HECIOKIH;

- TOpYILIEHHS MOBEIIHKH.
Hnsa piarnoctuku ypaxkeHHs LHHC mpu CUB noctaTHhO HasiBHOCTI OJHOTO
BEJIMKOro abo OJHOr0 Majoro KpuTepilo y moeaHanHi i3 3minamu Ha EEIL, npu
nepedpanpHiii anriorpadii, Tpu TOCTIHKEHHI JIKBOPY.

[lepexigHi mOpyLUIEHHS MO3KOBOTO KPOBOOOITY, IO XapaKTepPU3yIOThCS 3arajibHO-
MO3KOBOIO, BOTHUIIIEBOIO 200 3MIIIAHOK CUMITOMATUKOIO, Y JIITEH PO3BUBAIOTHCS
piako 1 € kopoTrkoyacHUMHU (24 romunm). Lli posnmaau MoxiuBi y BepTeOpo-
OazwisipHoMy OaceifHi (TOJ0BOKPYKIHHS, HY/10Ta, OJIFOBOTA, TUILUIONIS, AU3apTPIs,
nucdarisi, aTakcisi, aMHe31s,, KOPKOBa CIIOTa, TETpanapes3, OHIMIHHS KPyroM poTa,
3HIDKEHHSI CIIyXy, Iape3 IMOJOBHMHHM 00au4Yysi) abo0 B KapoTUIHOMY OaceliHi
(remimape3, remiriHectesis, adasig, ampaxcis, ciainora abo 3HWXKEHHS 30py B
OJIHOMY Olll, Mape3 HUXHbOI MOJOBUHU 0O0NIMYus). B OCHOBI 1ux mMopyuieHb
JEKUTH TPOMOO3 BHYTPIIIHBOMO3KOBHUX apTEPiil.

VY niTeil onucaHl MOOAWHOKI BUMAJAKHU 1HCYJIbTY. PO3BUTOK 1IIEMIYHOTO 1HCYJBTY
npu CUB 3ymoBieHnii TpoMO030M ab0 TpomMOOEMOOi€I0 CyIWH MO3KY, IO
3B’SI3aHO 3 HAsABHICTIO aHTU(MOCHOMMIAHMX aHTUTUL. BHYTpIIITHROMO3KOBI
KPOBOBUJIMBHU, 3yMOBJICHI apTepiajibHOIO TIMEPTEH31€I0 ab0 TPOMOOIUTONEHIETO,
cy0apaxHoiaabH1 KPOBOBUJIMBH 1 CyOIypalibHa reMaToMa — 1epeOpoBaCKyITITOM.

OpraniuHe ypakeHHs TojloBHOrO Mo3Ky mnpu CYUB, 3ymMoBieHE TpOMOOTHYHOIO
BacKyJionaTiero 3 (OpMYBAHHSIM MHOKMHHUX JpIOHUX 1H(APKTIB B KOPKOBOMY



a00 MIIKOPKOBOMY MIapax dYd AUGY3HUM YPOKCHHSIM aHTHHEHPOHATLHUMU
AQHTUTUIAMH, TPOSBIIETBCA TMEpPEIyCiM TMOPYIICHHSM KOTHITUBHUX (DYHKITIH
(maM’siTh, yBara, MHUCJICHHSI) 1 €MOIIIHHO-OCOOUCTHX TMOPYIIeHb (eMoIliiiHa
Na01IBHICTh, MOJAPA3IUBICTh, amaTis, Aenpecis). Y OUIbIIOCTI AITeH KOTHITHUBHI 1
€MOIIIMHO-0COOMCTI pO3JIaIui BUPAKEHI IMOMIPHO, OJIHAK B OKPEMHUX BHIAJKaX
HEYXWIBHO MPOrPECYIOTh, IHTEJICKT y JITEH MOMITHO 3HHUXYETHCS O PO3BUTKY
nementtii. [lpumyckarTh, MO TPUYUHOIO OCTAaHHBOTO M.0. TpHBaJia Teparis
rIIOKOKopTHKOinaMu. [lcuxiuHi posnagu y AiTed XapaKTepU3yHOThCs BEITUKUM
nommopdizmMom. Sk MpaBWiio, TCUXIYHI PO3JIATUA TMPOTPECYIOTh MapaieabHO
HApOCTAaHHIO COMATHYHOI MAaToyiorii 1 Ha ()OHI BHCOKOi KPH30BOI aKTUBHOCTI
JIOCSITaI0Th TOCTPOTO MCHUXO03y. Y MITeH TAaKOX CIOCTEPITAlOThCS 30POBI 1 CIYXOBI
ramonuHanii, adeKkTuBHI  CUHAPOMU  (MaHIaKaJIbHUKA 1  JICIPECHUBHHIA),
mu30(pEeHONOI0HT po3Naau, PyXOBUN HECTOKiH, mopyiieHHs cHy. [lepedncneni
CUMIITOMH TIOBOJII 3HUKAIOTh B Mipy 3HIJKEHHS aKTMBHOCTI 3aXBOPIOBaHHS 1
3MCHIIICHHS] COMaTHYHUX MPOSBIB.

VYpaxxeHHs! CIUHHOTO MO3KY 3YCTPI4a€ThCsl PiAKO, BUHUKAE TOCTPO ab0 MIAroCTpo,
CYNPOBOXKYETBCS ~ CUMETPUYHUM  yPaXXEHHAM TPYAHOro HOro  BIIALLY,
MPOSIBJISIIOYUCh  HIDKHIM — Mapanape3oM, MOPYUIEHHSM YYTJIMBOCTI HHMXKHBOI
MOJIOBUHHM TyJy0a, QyHKIII Ta30BUX OpraHiB, 00JiAMH B cniuHI. Bee 11e 3ymMoBiIeHO
1IEMIYHUM HEKPO30M 1 JIEMIENIHI3AIIEI0 BOJIOKOH CIMHHOTO MO3Ky. [Iporno3 npu
LbOMY € HECIIPUSITIUBUM.

VYpakeHHs dYepenHux HEpBIB y HiTe 3ycrpivaetbcss ~ y 30% BuIMaIKiB:
OKOPYXOBH, TpidYacTHii, JTUIEBUM, a TaKOX 30poBUN. CHUMIITOMHU YypaxKeHHS
YEpEIHUX HEPBIB MOEAHYIOTHCS 3 IHIIUMU CTOBOYPOBUMHU CHUMITTOMAMH.

VYpaxenns nepudepiitnoi HepBoBoi cuctemu npu CUB y miTelt mpoTikae 1mo TUMY
CUMETPHUYHOI JUCTATBHOI CEHCOPHOI a00 CEHCOMOTOPHOI MOJiHEeBpONAaTii, PIIKO -
MHOXKMHHOI ~ MOHOHeBponaTtii.  Pigko  po3BUBaeTbCcsd  rocTpa  3amajibHa
MOJIPaUKYIOHEBPOMATIS.

[Ipu mosiBI HEBPOJOTIYHOI CUMIITOMATUKA HEOOXIHO BU3HAYUTH, YU YpPaAXKEHHS
IHHC 3ymoBieHe TEPBUHHUMHU, IMYHHHUMH MEXaHI3MaMH, BacCKYJITOM,
BACKYJIONATIEI0, Y BTOPUHHUMU — 1HPEKIIHHUMU, TOKCUYHUMH.

JocnipKeHHs: CHUHHOMO3KOBO1 PIJIMHU TEPII 332 BCE JA€ MOXIIUBICTh BUKIIIOUNUTH
iHpekmiitHl yckinagHeHds 1 kpoBoBwiuB. s CUB ikBOp XapakTepu3yeThCs
JTIM(OIUTAPHUM ITIJICOIIMTO30M, ITIJIBUIIICHUM BMICTOM O1IKYy, BHUSBIISIEMO aHTH-
v/IHK, AH®, antutina no Sm-, RO-, La;-, P-anturenis. I[Ipu mosBi enigenTuaHUX
MPUNAAKIB HEOOX1THO BUKITFOYUTH 00’ €EMHHI MPOIIEC B MO3KY.

CUYB i autudocdoainixHuii CHHIPOM.

Antudocodmmnigauii curapom (APC) — CUMOTOMOKOMIUIEKC, IO BKIIOYAE
BEHO3HI 1 apTepiajgbHi TpoMmOO3W, pi3HI (HOpMH aKyIIEpChKOI MAaTOJIOT],
TPOMOOITUTOTIEHI0, P13H1 HEBPOJIOTIUHI, IIKIPHI, CEPLIEBO-CYIMHHI, TéMaTOJIOT14HI
Ta iHm nopymeHHs. @opmyBanHs ADC 3yMoBiieHe HasBHICTIO (pocdomimigiB 3



HelTpanbHUMH a0o0 Big eMHUM 3apsaoM. CrnexTp aHTU(OCHONIMIAHUX AHTUTLI
(ADJI) moeanye:

- AT no xapmiomimiay (AKJI);

- AT, 1m0 BUABISIOTBCS 3 J0NOMOrow  (ocdolimni o3aIeKHIX
KOAryJsiliiHUX  TeCcTiB  (BOBYAKOBUM  aHTHKOAryistHT, AT 1o
npoTpoMOiny, anTu-2-I'TIl, AT no dakropi V, X, iH.);

- AT po 6inky C, S, TpoMOOMOTyITIHY, JITONPOTEIAIB HU3bKOT IIUTBHOCTI.

A®JI MOXyTh BIUIMBATH SIK HA CYAWHHI, Tak 1 Ha KJIITHHHI, FyMOpaJ'ILHl
KOMITOHEHTHU Koarymmu/IHoro mpoliecy, Mo BeAe M0 MOPYIICHHS PIBHOBArM MiX
MPOTPOMOOTUYHUMHU 1 aHTI/ITp0M6OTI/I‘-IHI/IMI/I npolecaMu B CTOPOHY
TpoMOoyTBOpeHHs. ADJI BilirpaioTh MEBHY pOJib B PO3BUTKY TPOMOOLUTOINEHI] 1
reMOJIITUYHOT aHemii. MOXXIIMBI MEXaHI3MH TMaTOTC€HETHYHOI akTUBHOCTI ADJI
3YMOBJIEHI:

- TPSIMUM YIIKOJDKEHHSIM €HIOTeiI0;

- CTUMYJISILIEIO CUHTE3Y €HJ0TelNIeM (pakTopa akTUBAL(li TPOMOOIIUTIB;

- MPUTHIYCHHSM aKTUBHOCTI €HJIOT€HHUX aHTUKOATyJISHTIB;

- MOpPYUIEHHSM MpolieciB G10pUHOIIIZY;

- aKTUBallid HEUTPOPLIIB;

- MOpPYUIEHHS KIIPEHCY IMyHHHX KOMILIEKCIB.
B ocnoBi AD®C nexuth He3anajibHa TPOMOOTHYHA BacKyJomaTis, SKa Ypaxye
CYyIIMHM JIO00TO KamiOpy 1 JIOKasmizallii, 1o 1 BHU3HAYa€ BETUKHUM momiMopdizm
KJIIHIYHUX TIPOSIBIB.

Taomus 1
Kainiko-nadoparopui nposisu A®C (3a E.JI. HaconoBum, 1999).
Jlokasizanisa 3MiH MosxauBi KiIiHiYHi i 1a00paTOpHi
NposiBH

1. Benu

KiniBku Tpom603 rmubokux BeH, TpoMOODIeOIT.

Mo3zoxk Tpom603 BEHO3HUX CHHYCIB.

[euinka:

KpYIHI CyAUHU Cunapom bagna-Kiappi.

ApiOH1 CyTUHU ['ematomerasnisi, 301IbIIIEHHS PIBHSA
NEYiHKOBHUX (DEPMEHTIB.

Hupku Tpom603 HUPKOBHX BEH 3 IHPAPKTOM abo
0e3 HbOTO.

Haguupauku Tpom603 1eHTpaIbHOT BEHH, reMoparii,
1H(}apKT, HAJHUPHUKOBA HEJIOCTATHICTD.

Jlereni JlereneBa TpoMO0eMOOITisl, KAMJISIPUTH 3
JIeTEeHEBUMHU T€MOparisiMu, JereHeBa




rinepTeH3is.

Kpymni Benu

CunHapoM BepXHbOi a00 HUKHBOT
MIOPOKHHUCTOI BEHHU.

[xipa Cituacte niBefo0, MKIPHI BY3JIHKH,
nypIypa.

Oui Tpom003 BEeH CITYATKH.

2. Aprepii

Kinmisku Itemis, ranrpeHa

['onoBHUN MO30K:

KpPYITHI CYJUHU

TpiOH1 CyTMHU

[HCYNBT, TPAH3UTOPHI 11IIEMIYHI aTaKH,
cuapom CHegnoHa

['octpa imemivHa eHiedanonaris,
MYJbTUIH(APKTHA TEMEHIIIS.

[ maenra

[HdapkT nnaneHTy, BHyTPITHLOYTPOOHA
ru0esnp mioaa.

Ceprie:

KpYIHI CyAUHU
NpiOH1 CyTMHU
KJIaTaHu

IMTOPOKHHUHA CCPpUA

[HdapkT Miokapay, TpoM0O03 HIyHTAa MicCIs
AKIIL.

['ocTpa ceplieBa HEIOCTaTHICTD,
KapJlioMiomnarisi.

Bererarii, perypritaritisi, CTCHO3.

BuytpimHabocepiieBuii TpoMO.

Hupxku:
KpYIHI CyAUHU

npiOHI CyauHU

Tpom603 HUPKOBOT apTepii, IHPAPKT HUPKH.

HupxoBa TpoMOOTHYHA MIKPOAHTIOMATIA.

[Teuinka

[HdapKT neyinky, By3/10Ba pereHepaTopHa
rinepruiasis.

Aopra:
CYJIMHU JyTH a0pTU

YepPEBHUM BII1IT

CUHIIpOM JIyTH a0PTH.

[memMiss KMIIIKIBHUKA.

[xipa JluriTanpHa raHrpeHa, MOBEPXHEBI IUISMH,
SK1 HaraJayroTh BaCKYJITH, XpPOHIYHI
BUPa3KU FOMIJIOK, TeMoparii y miiHIrThoBe
JOXKe.

Oui Tpom603 apTepii 1 CITKIBKH.




Kictku AcCenTUYHUN HEKPO3.

3. JlaGopaTopHi nopyumeHHst TpomOoruTonenis, KymOc-no3utusHa
remoaitTuyuHa a"Hemis, JITIPB, nmonos:xeHe
AUYTB, nopyiieHHs JiIiIHOr0 OOMIHY.

4. ImyHHi nopymeHHs AKIJI, BOBUaKOBHI1 aHTHUKOATyJISIHT,
aatutina no B2-I'TI ta 1., AH® (uacto),
AT no JIHK (pimko)

Jlna niarnoctuku A@C BUCOKOIH(OPMAaTUBHUMU € BU3HAYCHHSI Y CUPOBATIII
KpoBi BoBuakoBoro antukoaryiasuty (BA) i AKJI metonom I®DA. BA BrnactuBa
BUCOKa crienudiunicTh, a AKJI — Ounbmn uyTiuBuid y aiarHoctuiii AD®C.

A®C wM.0. sK TepBUHHUM, TaK 1 BTOPUHHUM TPH PEBMATHUYHHUX
3axBOpIOBaHHAX, B T.4. mpu CUB, ayToiMyHHHX 3aXBOPIOBaHHSIX, 3JOSKICHUX
HOBOYTBOPCHHSX, 1HMOEKUIMHUX 3aXBOPIOBAHHSAX, BUKOPHCTaHHI MEIUKAMEHTIB.
A®C piarHoctyemo y 35% BunankiB y gitedt 3 CUB, npuuomy y 15% - o3Haku
A®C criocrepiraroTbCcsi B JI€OOTI 3aXBOPIOBAHHS, Y PEHITH — MOSBIAIOTHCS MPU
HACTYyITHUX PEIUIUBAX.

OcnoBauMm kputepieMm ADPC npu CUB y niteilr € Tpom003, kUil BU3HAYaE
PO3BUTOK  BEJIMKOi KIIHIYHOI CHMITOMATUKH. Pimme  cmoctepiraroTbes
reMaToJIOTIUHI TIOPYIICHHS - TPOMOOIMTONEHIS, TeMOJITHYHA aHemis Ta iX
noeqHanHs (cunapom EBanca). Cepen TpoMOoTnyHHMX yckiaaHenb npu CUB y
AiTel mnepeBakae TpoMOO3 JpiOHUX CYAMH WIKIPH Y BUIJISAAlL JOJOHHOL 1
IIJIONIBEHHOI EepUTEMU, TOBEPXHEBOIO0 HEKPO3y IIKIpHU, CITYACTOTO JIIBEIO,
MypHyporo, BUpa3kaMu IIKIpH. Y JITeH CHOCTEPIraroThCs BHUIAIKH TPOMOO3y
apTepiii TOJOBHOTO 1 CIIMHHOTO MO3KY, Kl BEIyTh 0 TPAH3UTOPHUX MOPYIIEHb
MO3KOBOi T€MOJAMHAMIKH, 1HCYJIbTY, I1MIEMIYHOrO 1H(QAPKTy CIUHHOTO MO3KY.
byBaioTh emnizonu iHPapKTy HUPOK, JIETEHb, MIOKApy, TPOMOOEeMOOIii JereHeBoi
aptepii. Takox crocTepiraeTbCsi BEHO3HUM TpoMO03 TIMOOKUX BEH KiHIIIBOK, BEH
U1, IICHTPATLHOT BEHU CITKIBKH, HUPKOBUX BEH.

[Tepebir ADC, TOKKICTb 1 MOMMPEHICTH TPOMOOTHYHUX YCKIAIHEHb €
HenependaueHuMu, Tak K He KopemoioTh 3 TuTpoM ADJI 1 aktusHicTio CYUB.
Ha#tsokuuii mporHo3 mae Miciie mpu po3BUTKY karactpodiuHoro ADC (roctpa
JAMCeMIHOBAaHA KoaryJjomaris (BacKyJomaris), SIKHH XapaKTepU3yeETbCS TOCTPUM
MYyJbTHOPraHHUM TpoMmOo3oM Ta imMmitye JIB3-cunmpom abo remosiTuKo-
YPEMIYHHI CUHIIPOM.

Kaacudikanin

nepenbavae BHUIUICHHS XapaKTepy 3aXBOPIOBAHHS Ha OCHOBI MOYATKOBUX IPOSBIB
(rocTpmii, MIATOCTPUN 1 XPOHIYHMI), CTyNEHS AaKTUBHOCTI 3aXBOPIOBaHHS Y
BIJIMTOBITHOCTI 3 BUPAXKEHICTIO KIIIHIYHUX CUMIITOMIB 1 TAPAKIIHIYHUMU KPUTEPISIMHU.



Foctpuii mepebir CUB xapakTepusyroTrbes “OypXJiMBUM~® TOYAaTKOM 3
(beOpuIpHOI TeMrepaTypy TiIa, 03HOOOM, BUPAKEHO 1HTOKCHKAIIIEI, CYTIIO00BUM
CHUHIPOMOM TIO THIY THoJiapTpuTy. [IIBHAKO pO3BMBAETHCS MOMICHHIPOMHA KapTHHA
3 BTATHEHHSM Y TIATOJIOTIYHHUMA MPOIIEC )KUTTEBO BAKIUBUX OPTaHiB.

[ligrocTpuii mepeOir: MoyaToK IMOCTYMOBUN 3 (POPMYBAHHSAM IOJICUCTEMHOCTI,
XBUJICTIONIOHUIN 1epeOir 3 TEHACHITIEIO 10 TPOTrpECyBaHHS.

[Ipy XpoHIYHOMY THEepebdiry 3aroCTpeHHsS 3MIHIOIOTHCS CIIOHTAHHUMHU PEMICISIMH.
[Ipu uboMy TpuBanIMii Yac OKpeMi CUMITOMH 1 CHHIPOMU HEMOKJIMBO 00’ €qHATH
B CYB. Crnouarky B KIIIHIYHIA KapTUHI MEpeBaXarOTh LIKIPHI CHUMIITOMH,
Cyrs1000BHii 1 cuHApOM PeitHo, Hajam npueaHYIOThCS BICLEPUTH, MOJIICEPO3UT. Y
JITeH CIOCTepIraeThbes MEPEeBaKHO TOCTPUH 1 MIATOCTPHIL epeoir.

[Ipy BOBYAKOBOMY KpHW3i CTaH AWTHHU KpaHE TSOKKANU ab0 1 KpI/ITI/I‘-IHI/II/I 3a
paxyHOK BTSTHEHHS B TMATOJOTIYHUN Tpolec 0OaratbOoX OpraHiB 1 CHCTEM 1
PO3BUTKY (DYHKIIIOHAJIbHOI HEAOCTATHOCTI KPHU30BOTO OpraHy, 3yMOBJIECHOI
ayToiMyHHUM TiporiecoM. Kpus mporikae Ha ¢HOHI 3HAYHMX IMYHOJIOTTUHHMX
3pyII€Hb, 000B’I3KOBUM KOMIIOHEHTOM SIKUX € BUPa)K€HA €HJOT€HHA IHTOKCUKAITIS
(BUCOKa rapsiuka, JucTpodis, aHOpEeKCis, TaxXiKapiis, MIKPOUHUPKYJISITOPHI
nopyiieHas1).  Po3pi3HseMO ~ MOHOOpraHHi  (HUPKOBUM,  1epeOpaabHUA,
rEMOJIITUYHUHN, Kap/liaJibHUH, a0JIOMIHAIBHUHN, JIET€HEBUI) 1 MOJTIOPTaHHUN KPU3H.

3aJIe)KHO BIJ TOrO SKMM OpraHiB € MIIIEHHIO a0o0 “KpU30BUM’~, HaWTKUE
ypaXXeHUM, BUIUTSIEMO KIIIHIYHI BapiaHTU Kpu3y. Y JiTedl y OUIBIIOCTI BUIIAJKIB
KpU3 Ma€ XapakTep MOHO- OPraHHOIO, MOJIOPTaHHUN KpU3 3YCTPIYAETHCS PIAKO.
Cepen MOHOOPraHHUX KpHU3iB NEpeBaka€ HUPKOBUM, SIKUI € CKIIaJ0BOIO YACTHHOIO
Maike ycix nmosopraHHux kpusiB. [Ipu mo0iii opranHiil Jokanizaiii BOBYaKOBOTO
KpU3y Maibke y BCIX JIT€H ypaKeHl 1HIII OpraHd 1 CHUCTEMH, aje MeHile, 0e3
pI3KUX TOpymIeHb iX  (QyHKMIT 1 THX MOPQOJOTIYHMX 3MiH, $KI BIIACTHBI
KPU30BOMY OpraHy.

HupkoBuii kpu3: HEPPOTUYHHI CHHAPOM, TeMaTypis, YacTO MaKporemarypis,
rocTpa HUPKOBA HEJIOCTATHICTh, BUPAXKEHA apTepiaibHa TiIepTeH3is.

LlepeOpasbHUN KpHW3: MapajelibHO 3 BiCIEPATbHOIO MATOJIOTIEI0 CIIOCTEPIraloThes
nepeopayibHI CUMIITOMHU, $KI MalTh OPraHIYHY OCHOBY 1 CYHPOBOJIKYIOThCS
1epeOpanbHOI HEAOCTaTHICTIO. HeBpomoriuHa cUMOTOMAaTHKa, SKa BH3HAYAE
KJIIHIKY MO€IHYE: CYJJOMHUM CUHIPOM, TOCTPUM TICUX03, TeMITUIETIIO, MTaparvierito,
rpy0i KOpPKOBI MOPYILIEHHS y MO€JHAHHI 3 aKIHETUKO-PUTIIHUM CHHIPOMOM,
XOpETYHUH TIMepKepaTos3, MONepeyHnil CnuHaIbHUN OJIOK, TOPYIIEHHS CB1IOMOCTI
B pi3Hill Mipi. i cumnToMu € pe3yabTaTOM MEHIHroele(aloMieNo-TIOTIHEBPUTY,
MienoeHtedaniTy, piame eHiedaniTy Y MEHIHTITY.

KapniansHuii Kpu3: pO3BUBAETHCS B PE3YJIBTATI :

- PO3BUTKY €KCYJIaTUBHOIO MEpPUKAPAUTY 3 MAaCHUBHUM BUIIOTOM B
nepukap/ (BUHUKA€E TaMIIOHA1a Cepls);



- TOCTpOi cepleBOi HEAOCTATHOCTI 1 MOPYUIEHb CEPLEBOIO PUTMY,
3YMOBJICHUX  TSOKKMM  MIOKapauToM,  1HGApKTOM  MiOKapay,
enokapauTom Jliomana-Cakca.

AONOMIHAIbHUN KpU3: TMPOTIKAE 3 KIIHIKOK TOCTPOro >XMBOTA. YacTiiie BiH
BiIoOpaka€e ypak€HHsI KUIIKIBHUKA BHACIIJIOK BAaCKYJITy, SIKUH TPUBOAUTH 10
PO3BUTKY 1IMIEMIYHOTO €HTEPUTY ab0 EHTEpPOKOJITY 13 3BUPaA3KyBaHHSIM,
KpoBOTe4YaMH, iHPAPKTy KUIIKH. [Iporiec MoXxe yCKIIaqHIOBATHUCH MTape30M KHUIIIOK,
nepdopalli€clo 3 PO3BUTKOM IEPUTOHITY, KHUIIIKOBOK KpoBoTeuer. [IpuumHoro
abIOMIHAJIBHOTO KpHu3y M.0. TEPUTOHIT, SK MpPOSAB TMOJICEPO3UTY, TOCTpUi
BOBYAKOBHUIl MaHKPEOHEKPO3, SK HACIIIOK apTepiiTy 4u TpoMOO3y, amoIieKcis
S€YHUKA, PO3PUB TIEYIHKA ab0 CEeNe31HKM BHACTIJOK MapeHXIMAaTO3HOTO
KpOBOBUJIMBY a00 iH(papKTy.

JlereHeBUN KpHU3 — TSKKE ypPaKEHHs JIETEHEBOI TKAHWHU, IO CYHPOBOIXKYETHCA
CHHJIPOMOM JHMXaJbHUX pPO3JaJiB 1 JiereHeBUMHU KpoBoTeuaMu. KiniHIYHUM
O3HAKaMH JIETEHEBOTO KPU3Y € TOCTPUN PO3BUTOK JIUCTPEC-CUHAPOMY 3 O3HAKaAMU
JIET€HEeBO1 HEJIOCTATHOCTI, MOSIBA 1 MIBUKE MOIIUPEHHS MO BCIX JIET€HEBUX IMOJISAX
JIETE€Hb BOJIOTHUX XPWIIB, KPOBOXAapKaHHS 1 IIBHAKO IPOTpecyroda aHemis.
JlereneBuit kpu3 M.0. 3ymMoBiIEeHMH  (IOPUHOINHMM  HEKPO30M  CYIHH,
aNbBEOJIIPHUX CTIHOK 1 MEPEropoioK, a TAKOK MOPYIIEHHIM B CUCTEMI 3rOpTaHHs
KpOBI.

['eMaTonoriunu  Kpu3 MOETHYE  TEeMOJITUYHMM  KpHU3,  TOCTpUU
TPOMOOLMTONEHIYHMI CUHAPOM 31 3HUKEHHSAM 4MCIa JeikouuTiB 1o < 2,0x10%m.
JUis TeMONITUYHOTO KPHU3y € XapaKTepHUM pPO3BUTOK ayTOIMYyHHOI aHemii 3
3arpo30i0 CKJIAJHUX YCKJIaJHEHb (aHeMiuyHa Koma, TpoMOo3u 13 (hopMyBaHHAM
1HpapKTIB OKpeMUX opraHiB. TpoMOOIMTONEHIYHUN KpU3 CYNPOBOKYETHCS
PO3BUTKOM T'€MOPAriyHOro CHHJIPOMY 3 MOSBOIONIETEX1H, €KXiM031B, KDOBOBUJIUBIB
pI3HOI JIOKaumi3allii, HOCOBMX KpOBOTEY, MeHopariii, remartypii, iH. Kputuusi
CUTYyallil 3yMOBJIEHI TpPOMOO30M 1/a00 reMoparisiMd MOXYTh PO3BUHYTHUCH Y
xBopux CUB 3 pochominigHuM CUHAPOMOM.

[lepudepiiinuii CYAMHHUA KPU3 MOEAHYE MOUIMPEHE YPAKEHHS MIKIPH MO THITY
Oynbo3HOrO mneM@iroinmy, reprneTuopMHOrO JIepMATUTYy ab0 eKCyAaTUBHOI
oJIIMOP(HOT EPUTEMH.

AKTHBHICTL IpoLecy.

[Ipy BHCOKIA aKTHUBHOCTI (I _cr.) mnpomecy cTaH JOWTHHH TSKKHIA.
Croctepiraerbcs JTUXOMaHKa 3 BHCOKOIO TEMIIEpaTypol0 Tijla, a €HJIOTE€HHa
1HTOKCHKAIisl IOMIpHO BUpaxkeHa. Bupaxeni cunapomu BicuepitiB (Hepput 3 HC,
EHJOKApANUT, TSDKKUM MIOKapAMT, JIETEHEBUIM BAaCKYJIT, MOJICEPO3UT), MAE MicCle
YiTKa HEBPOJOTIYHA CHUMIITOMAaTHKA, YPa)KEHHS IIKIPH, CIU30BUX, OIOPHO-
pyxoBoro amaparty (cyrio0oBuii CHUHAPOM, Mio3uT). barara kiiHiYHa KapTUHA
CynpoBOKyeThC 3HaYHUM mijBuiieHHsM [IOE (< 45 Mwm/roj.), HasBHICTIO Y
Bucokux tutpax AH®, AT pgo v/IHK, 3Hmxenuit piBeHbp abo BiACYTHIN
KOMIUIEMEHT, BUCOKI PiBHI |¢, rineprammaryio0yiHeMis.




[Ipu nomipuiit aktuBHOCTI (II CT.) mpomecy craH nmiTed cepeaHbOI TAKKOCTI,
criocTepiraeThes cyodedpunibHa Temrieparypa Tija. [ToMmipHO BUpakeH1 CUMITOMU
BICIIEPHTIB, a Takox jaboparopHi kputepii CUB. CrnoctepiratoTbes mnosiapTpairii
a00 MoJIIapTPUT, AEPMATHUT, TIOMIpHA PEaKIlis cepO3HUX 000JI0HOK, HehpuT 6e3 HC
1 MOPYIICHHS byHKII HUPOK, HEYITKI POSIBU MTHEBMOHITY,
enuedanononineBputy. IIIOE migBumieHa B Mexax 25-45 MM/TOJI., B HEBEIMKHUX
tutpax BusaBiasieMo AH®, AT no uIHK, IIK.

[Ipu #W3pkuit aktuBHOCTI (I C€T.) mporecy 3aranbHUN CTaH XBOPUX  MAajio
NOPYIIEHUH, HEYITKI MPOSBU IIKIPHOTO 1 Cyriao00BO-M’SI30BOTO  CHHAPOMY.
O3Haku BUCLEPITIB BUSABISEMO TUIBKH IIPU ITHCTPYMEHTAIBHOMY 1 JIAOOpAaTOPHOMY
oOctexxeHHi. JIabopaTopHi KpuTepii aKTUBHOCTI MPOIIECY MaJIO BUPAKEHI.

[Ipu BiACYTHOCTI aKTUBHOCTI y XBOPUX KOHCTAaTyeMO cCTaH pemicii. CTaH mOBHOI
pemicii nepenbaydae BiICYTHICTh KIIHIYHUX 1 TaOOPATOPHUX KPUTEPIiB 3aMaabHOTO
npoiiecy. B Toif ke yac TpuBalli BIIHOCHO CTaOUIbHI 3MIHU BKa3ylOTh HA PO3BUTOK
auctpodiyHUX ab0 CKJIECPOTHYHMX 3MIH B OpraHax 1 Mpu IbOMY MapakyIiHIYHI
KpUTEPii aKTUBHOCTI BiJICYTHI.

B okpemux Bumagkax npu BiICYTHOCTI KIiHIYHUX nposiBiB CUB TpuBanmii yac
30epiratoTbes iMyHHI nopymeHHs (miasumenuit Tutp AH®, AT no v/IHK, in.),
10 CBITYUTH MPO TOYATOK AaKTHBAIlii 3aXBOPIOBAHHS y XBOPHUX 3 HEMOBHOIO
peMiciero.

Kainiuni Bapiantu CUB v nitei.

CUB - cucrtemHe 3axBOpIOBaHHS, sike y OUTbIIOCTI (> 80%) Ha MPOTA31 KUIBKOX
TWOKHIB 3 Yacy MOSIBU TMEPIIMX CUMIITOMIB BEJE J0 MOJICHHAPOMHOI KIIHIYHOI
kaptuHu. OnHak, y ~ 15-16% Bunazakis cepen aiteit, xsopux Ha CUB, Ha npoTs3i
MMOYAaTKOBOTO MEPiOy 3aXBOPIOBAHHS, a JIEKOJIHM 1 IOCUTh TPUBAIUMA Yac B KIIIHIIII
JIOMIHYE OJIMH CHHJIPOM, IO JIO3BOJISIE BHIUIMTH TEPEBAKHO MOHOCHHJIPOMHI
BapianTu nebroty CUB. KoxeH 3 BapiaHTIB Ma€ NeBHI 3aKOHOMIPHOCTI Mepeoiry i
MIPOTpPEeCyBaHHS.

Ixipuuii BapiaHT. ¥ ~ 5% BUIAIKIB cepel JAiTeld MOJOJIIOrO BiKy (YacTimie y
xJI0murKiB) npoBigHuMU npu CUB  Ha mpoTsA31 KIJIbKOX POKIB € 3MIHU IIKIPU Y
BUTJISII “MeTenika” Ha oOauyyi. Bucunu nposBistoThCs, a Hajall pelUIUBYIOTh
HaBECHI, BJITKY Ha (OoH1 1HCOJAMII. 3araJbHUi CTaH JITEH HE MOPYIICHUN, HEMa€E
JUXOMAaHKH, 1HTOKCHKAIll, HEMAaE€ TMOXyJaHHs, aceHizarli. O3HaKud BiCIICPHUTIB,
BUABIIIEMO TUIBKU MpPH 1HCTPYMEHTAJIbHOMY OOCTEKEHHI. 3aXBOPIOBaHHS Mae
MICIIE Y IIUX JITeH IEPBUHHO XPOHIYHUIA MEePeOir.

Cyrno0oBuii BapianT nepediry (~ 5%) crnoctepiraeTscsi y I1BYaTOK MyOepTaTHOTO
Biky. [Ipu mpoMy B ae0r0Ti 3aXBOPIOBAaHHS MPOBIAHUM KIIHIYHMM TPOSIBOM €
MOJIIAPTPUT. 3aXBOPIOBAHHS MAa€ MEPEBAXKHO MIATOCTPUIM MOYATOK 1 mepedir 3
NOMIpHOIO akTUBHICTIO. Yepes 1-2 poku, B mepiog myOepTaTHy HacTymae
reHepaiizaiisi Mmporecy, MOSBISIIOThCS IIKIPHI CUMIOTOMH 1 KJIIHIKA BICIIEPHTIB,




OJIHAK PIAKO CIOCTepiraeTbes TSKKUM mepedir Hedputy ado ypaxenns LHHC. Sk
paBuJIo, Cyriao6oBuii Bapiant nepediry CUB mae cipustiuBuii nmepeoir.

CunapoM TpoMOOIUTONICHIYHOI nyprnypu (cuHapoM Bepawsroda). edior CUB
130JIbOBAaHUM CHHIPOMOM TPOMOOIIMTONICHIYHOT MyPITypH 3 reMoparisiMu Ha HIKipi
1 TPOMOOIMTONEHIEID 3yCTPIYAEThCS TOBOML piiko (3-4%). YV OunbliocTi JiTen
nepeOir 3aXBOPIOBAaHHS IEPBUHHO XPOHIYHUH 3 BITHOCHO TI3HBOIO MeHepai3alli€ro
(uepe3 2-7 pokiB). IIpu 1mpomy mnosiBisieTbesi XapaktepHi qisi CUB nepmarur,
Cyri000Bui CHHJIPOM, BICIICpUTU. YPAKEHHS HHUPOK CIOCTEPITA€ThCA PIIKO 1
PO3BUBAETHCS MI3HO.

CuHapoM xopei Ka3yiCTUYHO pPIIKO € €IMHMM ToyaTkoBuM mposisom CBUY.
[lepeOir cxunpHUN [0 TporpecyBaHHs, uepe3 1,5-3 poku ¢opmyeTbes
NOJIICHHAPOMHA KJIiHIYHA KapTuHa. OHaK MPOBIIHUM KIIiHIYHUM mposiBom CUB €
HEBpoJIOTiYHA (1epeOpalibHa) CHUMMOTOMATHKA, SKa 1 BHU3HAYA€ TSDKKUW CTaH
XBOpHUX. XOPETYHUIN CUHIPOM 3aBXKIU Mepeaye ado CyNMpOBOIKYE lepeOpaabHUiA
KpH3.

Eninentudopmuuii cunapom ayxke piako € B nedroti CUB y miTelr Momoamoro
BiKy. Uepe3 3-9 pokiB (nmybepTaTHUI BiK) MOSBISIOTHCS THUIIOBI 3MIHU IIKIPH 1
OTIOPHO-PYXOBOI'0 anapary, TeMaToJIOT14HI CUMIITOMH 1 BICHEPUTH (B T.4. HEPpHUT)
npu HapocTaHHi TposiBiB ypakeHHs [[HC y BUTIAAl dacTimuxX CyAOpPOKHHUX
NPUIMAJIKIB, TOSBH TMCUXIYHUX PO3TAAIB, 3HWKCHHS TaM ATI 1 1HTEJEKTY,
1HTEHCUBHICTH OOJIIB TOJIOBH.

Cunnpom Peiino, sik equnuii posis CUB, 3yctpiyaerses nocuts pinko (~ 10%).
[lepebir CUB, sxuii 1e0r0Tye 130JbOBAHUM CHHIAPOMOM PeilHO € BiAHOCHO
CHOPUATINBUM, NEPBHHHO-XPOHIYHUM 3 HHU3bKOIO AakKTUBHICTIO. ['eHepamizaris
MpoLIEeCy HacTymae yepe3 2-4 poKH, KOJIU MOSBIAIOTHCS €pUTEMATO3HI BUCUIIM Ha
00MYYl, KamIApUT, JIBEJ0, CYTJII000BUI 1 M’ SI30BUN CUHIIPOMH, BICLIEPUTH.

[kipHO-Cyr1000BUM  BapiaHT 3ycTpidaeTbes ~ y 5% BUNAAKIB, MEPEBAXKHO Y
nipuatok. Ilepebir migroctpuii. CrocTepiraroTbesi ciabicTh, HeIOMaraHHs,
cyOdeOpmnmipbHa TeMreparypa TiIa, ajiomelis, OJHAaK CTaH TIalli€HTIB
3QJIMIIIAETHCS BITHOCHO HEBaXKKUM. ['eHepasizailisi mpolecy HacTymae Ha MpoTs3i
MEepIINX MICSIIB, KIIHIYHI IPOsIBU HeuiTKi. J[iTH 100pe pearyroTh Ha JIIKyBaHHS,
onHaK mpw 3HWKEHHI 03U 'K HactymaroTh penmamBu. Hupku, sk mnpaBuiio, €
IHTaKTHUMH.

Knacuunwuii Bapiant. J{iTaM BracTuBMii rocTpuid, miaroctpuii nouyatok CUB, skuii
CYNIPOBOUKYETHCSI  TUXOMAHKOIO, IIBUIAKAM TMPOTPECYBaHHAM AUCTpOPii 1
HApOCTaHHSIM 1HTOKcukalii. Ha modaTtky 3axBOpPIOBaHHS CIIOCTEPIralThCs
BHUPaXXEHI MPOSBU LIKIPHOTO 1 CYrJI000BOr0 CUMITOMIB, KJIiHIKA BICIIEPUTIB, B T.U.
HUPOK, XapakTepHi 3MiHU B KpoBi. [lpu momicucreMHOMY ypaxkeHHI HeppuT
CHOYATKy TPEACTABICHUN TIOMIPHUM CEUOBUM CHHApPOMOM. Takuil BapiaHT
nepediry cmoctepiraetbes Havuactime (~ 40%), nepeBakHO Yy JIBYATOK
my0epTaTHOTO BIKY.




Krniniyauii BapiaHT 3 reModiTHYHOW anemiero npu CUB cnoctepiraeTscst ~ y 5-6
% BUNAAKIB, IEPEBAXKHO Y JIIBYATOK, Y SIKUX B MOYATKOBOMY IEPIOl FeMOJIITUYHA
aHeMis TTOEAHYEThCS 3 TMXOMAHKOI0, CYTJI000BUM 1 M’s130BUM cuHApoMoM. Hanani
IIBUJIKO TPOSBISIOTHCS 1HIN mnposisu CUB — gepmaTtuT Ha oOIWMYYi, KapawuT,
MMHEBMOHIT, HEePpUT. Y OUIBIIOCTI JiTed 3 TaKUM Je0I0TOM 3aXBOPIOBAHHS
BiMiYatoThcsl cuMntomu ypaxkennsa LIHC (ncuxiuni posnaau, 6011 Tojg0BH, XOpes,
ypakeHHs yepenHux HepBiB). OTKe, Y BCIX JAITEH CIOCTEPIraloThCs MPOTrHOCTUYHO
HECIIPUATINBI HUPKOBUH 1 1IepeOpaabHU CHHAPOMHU.

CuHapoMm reMopariuHoro Backyinity B Ae6roTi CUB cnocrtepiraetscs ~ y 5-6 %
BumnajkiB. [louaTok 3aXBOPIOBaHHS T'OCTPH, BUCOKA aKTUBHICTh 3aXBOPIOBAHHI.
Ha ¢oHi nuxXOMaHKH TOSBISETHCS KJIacHMYHA TpiajJa CHUHAPOMIB: MIKIPHUIMA
(cumMeTpuYHI TeMOparidyHi BUCUIMU Ha JUCTATBHUX BIIIUIAX HIDKHIX KIHI[IBOK),
CYIJ1I000BHIA, HUPKOBH. Y OUTBIIOCTI AiTeH Ma€ Miclle BUpa)KeHa MaKporeMarypis,
~y 30% Bunaakis — HedpoTuuHuid cuHapoM. Hanmani mepeBaxaroTh CHUMIITOMU
Hedpury.

KiinigyHuii BapiaHT 3 TOposiBAMU TPOMOOTHYHOI BackyjomnaTii. TpomOoThuHi
ycknaaHeHHs npu CUB cnoctepiratorbest ~ y 10 % BumagkiB, mepeBaxHO Y

niB4yatok. TpoMOO3W BUHHMKAIOTh B CYJMHAX PI3HOTO Kamiopy (SK ApiOHMX, TaK 1
KPYITHUX CYJMH BEHO3HOTO 1 apTepiaabHOTrO OaceiHiB).

Krniniunuii BapiaHT 3 HHUPKOBUM cuHiapomoM (~ 10%) B nebrori CUB
MPOSBIISAETHCS HEQPUTOM 3 HEPPOTUYHUM CUHAPOMOM abo 6e3 Hboro. OHOYACHO
Ha MOYATKy 3aXBOPIOBAHHS MAIOTh MICIIE THIII CUMIITOMH 1 CHHAPOMHU: JTMXOMAaHKa,
apTpairii, piamie — JAepMaTUT HAa OO0JWYYl, KaliJsIpUT, MOJICEPO3UT, KaAPAHMT,
JeiikoneHis, rineprammarioOynineMis. Hagami mpu mporpecyBaHHI KapAHTy Iii
nposisu CUB 3meHmryrotbest abo 3HHMKaOTh. [Ipu 1pomy BapiaHTH mepediry
MIPOTHO3 € HAHOUIBII CKIIATHUM.

[Ipu TpuBamomy rmepeliry 3axBOPIOBaHHS MOXKE HACTYNUTH TpaHchopMallis
OJIHOTO KJIIHIYHOTO BapiaHTy B 1HIIMHA. MOHOCHUHIPOMHI KIIIHIYHI BapiaHTH
Mepexo/IsITh B reHepalli30BaHIi MOJICHHAPOMHI. B okpeMuX XBOpHX 3 KJIACUUYHUM
nepebirom CUB B 1e010T1 Hajam1 Ha TiepiIui 1miaH BUXoaaTh o3Haku ADC.

Kuinigai npossu 1 nepebir CYB B meBHIiM Mipi acoIiioBaHi 3 1HAUBIIyaTbHUMHU
OCOOJIMBOCTSIMU XBOPHMX, 30KpeMa 31 CTaTeBUM JO3piBaHHAM, SIKE BioOpakae
GyHKIIO TirmoTanaMo-TinodizapHoi cucteMu. Y IiBYATOK 3 PaHHIM TOYATKOM
ny6epTaTy 3aXBOPIOBAHHS  MIOYHHACTHCS 1 TIPOTIKAE TOCTPO, TEPEeBAKAIOThH
MOJTICHHIPOMHI BaplaHTH, YacCTille crocTepiracThcsi HUpKoBui Bapiant CUB. B
TOM e Yac y JIBYaTOK 3 yHOBlJ’ILHeHI/IM TEMIIOM CTaTE€BOTO JIO3PIBaHHS YaCTIIIe
CIIOCTEPITA€ThCS MOHOCHHJAPOMHI 1 KJIACH4YHI BapiaHTH 3aXBOPIOBAHHS 31
CIPHUSTIIMBUM MepediroM 1 J1arHo30M, a y AIBYATOK 3 paHHIM MEHapXeaabHUM
nmoyatkom CUB - xmmiHIYHI BapiaHTH 3 TPOMOOTHYHOIO BACKYJIOMATIEH) 1
FEMOJIITUYHOIO aHEMIEIO.

HocnimkenHs nepudepudnoi kpoBi. B aktuBHii ¢a3i CUB y 35-40% Bumnaakis y
JITEN CIOCTEePIraeThCs JECHKOIEHIs MPU HEUTPOPiIbHOMY 3CYBI1 BIIIBO JI0 Mi€NO- 1




MPOMIENONUTIB, JiMQoreHid, TpomoouurtoneHis (15-18%), remoniTuuHa aHemis 3
PETUKYJIOLUTO30M 1 MO3UTUBHOW peakiiero Kymo6ca (7-10%). Bucoka IIIOE.
Bucoxuii BMIiCT rocTpo 3anaibHux TecTiB (cepomykoin, CRP, ¢hidpuHoreH, cianosi
KHUCJIOTH, O 2 1 Y-TJIOOYJIIHOBI (hpakiiii).

IMYHOJIOTIYHI TECTH:

- amturina go ds JIHK> 80%;

- a”TusagepHi antutiia (Ig G);

- miaBuiieHHs piBHA Ig G cupoBaTKu KpoBi,

- QHTUTPOMOOIUTApPHI AaHTHUTLIIA;

- 3HKeHHs piBHS Cz 1 C4 Gpakiiii KOMIIIEMEHTY;

- KplorjoOysiHeMis;

- aHTHUTIA 10 saepHoro antureny (Sm, RNP, Ro, La);

- migBumeHHs piBas LK

- BOBYAKOBHI aHTUKOATYJISIHT;

- Otorcis mkipu: Bigkiaananss Ig G; Cs,Ca.

- TINePIMYHOTJI00YIiHEMIS;

- peBmaToigHui akTop (HU3bKI TUTPH);

- amtutina go VI, IX, XII d¢aktopiB 3ropraHHs KpoBi (3arposa
KpOBOTEY1);

- adtutina g0 ¢ocdonimiaiB (pU3MK apTepiaJbHUX 1 BEHO3HUX TPOMOO3IB,
JIO’)KHOTO3UTHBHA p. Baccepmana);

- TIPOTETHYPis.

JliarHocTuuHi kpurtepii CUB

Benuki 1iarHOCTHYHI KPUTEDIT:

“MeTenuk” Ha OOTMYYI.

JIrommyc-apTpur.

Jronyc-nedpur.

JIHK-anTHTINA.

AyTOoIMyHHA TPOMOOITUTOTICHIS.

KymOc-no3uTrBHA T€MOJIITUYHA aHEMIS.
Jlromyc-nmHEBMOHIT.

XapakTepHa maToMopQoJIOoTisi BUAAICHOI CEeJIe31HKH.

MaJii JiarHOCTHYHI KpUTEDIi:

["apstuka >37,5°C kinbka JHIB.

HemoTtuBOBaHe moxynaHHs, HOPYLIEHHS TPOPIKU HIKIPH.
Kaninsputu Ha mKipi.

Hecnenugivyni BUCUNIaHHS Ha MIKIPI.

[Tonicepo3uru.

Jlimdanenonaris.

I'enarocmiieHoMeranis.

Kapnwr.

Ypaxenns LITHC.

[ToniHeBpHUT.



- Mio3uTu, Mmiarii.

- CyrnoGoBuii CHHIPOM.

- Cungpowm Peitno.

- 3o0urbsinenus HIOE > 20 mm/To.

- Jletikonenis (< 4,0x10%n).

- Amnewmis (Hb < 100r/n).

- Tpomboruronenis (< 100x10° r/x).

- T'imeprammarnoOymninemis (> 22%).

- CrabinbpHO o3uTHBHA peakuis Baccepmana.

Ha cxemax npejcTaBieHuil alropuTM J1arHOCTUKU TIPU PI3HUX CUHIPOMAX:
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Tabmuus 2

OCHOBHI KJIHIKO-JIABOPATOPHI O3HAKH ITPH I3CT Y AITEA

Ho3oJ1oriuni gopmu

OCHOBHI KJIiHIYHI CHHIAPOMH

JlaboparopHi nauni

CucreMHuil 4YEepBOHMH BOBYAK
(M32) — xpoHiuHE MOTICHHAPOMHE
3aXBOPIOBAHHS, IO PO3BUBAETHCS
Ha TJII TEHETHYHO OOyMOBJICHOI
HEJOCKOHAIOCTI
IMYHOPETYJIATOPHUX IMPOIIECIB, 110
MPU3BOANUTH 10 HEKOHTPOIHLOBAHOL
MPOAYKIIi aHTUTLI 10  CBOIX
KIIITHH 3 PO3BUTKOM ayTOIMYHHOTO
Ta IMYHOKOMIIJIEKCHOTO
XPOHIYHOTO 3aMaJIeHHS.

BuninsroTs rocTpuit, marocTpuit
1 xponiunuii nepe6ir ta I, II, III
CTYITiHb aKTUBHOCTI1 3aXBPIOBAHHS.

I'ocTpuii nepeoir
XapaKTePU3YEThCS IIBHIKAM
PO3BUTKOM MYJIBTHOPTAaHHHUX
MPOSIBIB 3 YpaXCHHSIM HHPOK Ta
BHCOKOIO IMyHOJIOT1YHOIO
aKTUBHICTIO.

[ligroctpuii —  3arocTpeHHs
BUHUKAIOTH MepioIUIHO i
ypaXXeHHST HHUPOK PO3BUBAETHCS
MPOTSITOM 1-ro POKY
3aXBOPIOBAHHSI.

XpoHIYHMI — B KJIIHIYHIA

KapTHHI JOBFO TpHBa€ OJIUH abo
JEK1JIbKa CUMIITOMIB.

HasiBHicTh TEeKTUYHOT
JMXOMaHKU; epiTeMaTO3HUX
BUCHIIIB, TilepkepaTosy, arpodii
Ha IIKipi, YacTille Ha IIMOKaxX Yy
BUIVISIAI “BOBYAKOBOI'O METEIHKA”,
ByXax, mui, 110 4acTo
3 SIBJISIIOTHCS iCIIst
dboToceHceOLTIZaIl; YpaKECHHS
CIIN30BHX; TeJIeaHT10eKTa3ii;
HEEPO3UBHHX apTpUTIB 13
3aTy4eHHSIM MIJKUX Ta BEIHUKHX
cyrio0iB 0e3 nedopmartiit;
3011bIIeHHS TIM(ATHYHUX BY3IiB;
3MiH 3  OOKy  HHPOK 3
apTepiatbHOI0 rinepreHsieio;
HEBpPOJIOTIYHUX  TOPYIIEHb -
CyIOMH, TICHXO3U; TEMOJITUYHOI
aHeMii; TOJTICEPO3HTIB - TLJIEBPUT,
HepUKapIuT, HIEPUTOHIT;
ITHEBMOHITY. YpaXeHHS MioKapja
- BOBYAKOBUII MIOKap/IuT,
nepUKapIuT, €H/IOKap/INT;
[UTYHKOBO-KHUIITKOBOTO TPaKTy -
CTOMATHUT, e€30QariT; NeYiHKA —
napeHXiMaTO3HUN renarur,
JKUPOBa TUCTPOQist, IUPO3.

O3HaKM TEMOJITHUYHOI aHeMii.
JletikoreHis. Jlimpornenis.
TpomOouuToMEH .
[TpuckopeHHs LIOE.
[IpoTteinypis. I'ematypis.
Jletikouutypis. Humianpypis.
Imynni  mopymenns:  LE-
KITITHHU; AHTUHYKJICAPHUHT
¢daxrTop; antutina go JHK;
aHTUTLIA 1o PHK-
YTPUMYIOUHM MOJIEKyJIaM
(crutaiicocomam): aHTHUTLIA
Sm, aunTuTiIa MaJIoro
STIEPHOTO
pUOOHYKIIEONPOTEinY;
aHTuTiia 10  dochommiais;
M ABUIIEHHS TUTPY
antusanepaux a"tutir, [IKwu;

0

XUOHOIIO3UTHBHA peaxiis
Baccepmana.

Biomncis HUPOK  —  JJs
BHSIBJICHHS XBOPHX 3
aKTHUBHHUM BOBYaKOBHM
HedpuTOM.




[TponoBsxeHHs TaOIUIT

JiarHocTu4Hi kKpurepii
AMepHUKaHCHKOI
peBMAaTOJIOTiYHOI acomiamii
- Bucunka Ha ckynax — ikcoBaHa
epurema.
- JIUCKOIgHa BUCHIIKA.
- ®orocencuoOTIzaLis.
- Bupasku B poTOBiii MOPOXKHUHI.
- Aptpur.
- Cepo3uT — IJIEBPUT.
- YpakeHHsI HUPOK.
- Ypaxenns [ITHC.
- 'emaTosioriuHi MOpyIIeHHS.
- IMyHOJIOT14HI TOPYIIEHHS.
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Cuctemna ckuepoaepmis (CCJ)
- CHCTEMHE 3aXBOPIOBAHHS
CIOJIYYHOI TKaHWHU Ta JpiOHHMX
CYAMH, 1IN0  XapaKTepU3yeTbCs
PO3IMOBCIOKEHICTIO ¢b16po3Ho-
CKJIEPOTHYHUX Ypa)XXeHb MLIKIpH,
OIIOPHO-PYXOBOTO amapary,
BHYTpIIIHIX OpraHiB, 3yMOBIICHE
Ha/ITUIIIKOBUM
KOJIATeHOYTBOPEHHSIM Y 3B SI3KY 3

MOPYIICHHSM byHKIIIT
¢bi6podnacTis.
Po3pizHst0TH TOCTpUH,

JlokanizoBana CCJI (L94.0):
BOTHUINEBA OJIsIIKOBa ¢opma -
XapaKTEPU3YETHCS HasIBHICTIO
YKOBTYBATO-POIKEBUX
epUTEMATO3HUX  OJISAMIOK,  sIKi
TpaHC(hOpPMYIOTBCS B TBEpAI,
BOCKOmomiOHi abo  »KOBTO-OLII
BOTHUILEBI YpaXXCHHs, 1HOAI 3
(G107€TOBUM BIHYMKOM 3 PI3HOIO
JIOKAJTI3alli€10, YacTIIIe Ha
KIHI[IBKaX Ta TyayOi; BOTHHIIEBA
JiHilHA dopma -
XapaKTEpU3YEThCS 3MiHAMH  Ha

Eo3inodinis B kpoBi, OionTati
HIKipH Ta T TIIK I PHIHA
KJIITKOBHHI.
INineprammarno0yninemis.
[Tpuckopenns LIOE.
AmnTutina go JJHK.
AHTHHYKIIeapHUH (HAKTOP.
PeBmaTtoinuwmii hakrop.
CnernudiuHi  aHTHHYKJIEApHI
aututina (antu-CKJI-70 Ta
AQHTULICHTPOMIPHI aHTHUTLIA).




MIATOCTPUNA Ta XPOHIYHUHN Tepeodir
3aXBOPIOBaHHSI.

NiHIHHOT  KoHpirypamii
CYyJIMHHO-HEPBOBOTO
TEJEaHr10eKTa31IMU  Ta
HiJIIKIPHUMA ~ KaJbIUQikaTamu,
oco0mmBoI0  GOpMOIO  «yHap
mabseo». YpaKeHHs KIITYaTKH,
M's13iB,  (aciiif, KICTOK, IO
OpU3BOAUTHE 0  JedopMallii.
CrocrtepiratoTbCst apTpUTH 3
3 PaHKOBOIO CKYTICTIO, CHHAPOM
Peiino. s cucremunoi CCJl
((L94.1) xapakTepHum € -
mapecTe3is KIHIIIBOK, O00JHMYYs,
Tyny0a; CKYTICTh B KHCTAX Ta
KOHTPaKTypH TaJIbIIiB PYK;
«HEOOTpYHTOBaHa  JTUXOMaHKay;
BTpaTa Macu TuUIa. YpaKeHHS
BHYTpIIIHIX  OpraHiB: JIETEHIB,
Hupok, cepus, IIKT, mirmenTHi
3MIHU Ha MIKIP1 «CUTb 3 TIEpIIEM.

HIKipi
B3JIOBXK
nmydJKa,

[TponoBxeHHs TaOIuUII

JlepMaTomMio3ur, MOJTIMIO3UT
(M33) - cucremHe 3ananbHe
3aXBOPIOBAHHS  CKEJETHOI  Ta
TJI/IKOT MYCKYJIATypH Ta IIKIpH.

Po3pizHstoTh TOCTpUH,
MiArOCTpUit i MEPBUHHO-
XPOHIYHUHN TIepeOir 3aXBOPIOBAHHS
ta I, I, III crymiHp akTUBHOCTI
MaTOJIOTIYHOTO TIPOIIECY.

I'ocTpuii nepeoir
XapaKTepU3yeEThCS B MOYATKOBOMY
mepioJii BUCOKOIO aKTUBHICTIO Ta
IIBUJIKUM  pO3BUTKOM (3a 3-6
THXKHIB) TSDKKOI TOJNICHCTEMHOI
KJIIHIYHOT KapTHHU 3aXBOPIOBAHHS.

[Tigroctpuii — XapakTepU3yThCs
MMOMIPHOIO AKTHUBHICTIO Ta OUIBII
MOBUTHHUM (B cepeqHboMy 3a 7
MICSIIIIB) PO3IMOBCIOKCHHSIM
ypakeHb OpraHiB.

[TepBunHO XPOHIYHUHT -
XapaKTepU3yeEThCS HU3BKOIO
aAKTHBHICTIO, YpaKECHHIM B
OCHOBHOMY ILIKIpH Ta M 5131B, 1HOAI
CYIIPOBOKYETHCS KAIbIIIHO30M.

OcHoBHI O3HaKU -
napaopbitanbHa  epiteMa  Ta
HaOPSIKH, ypaXxeHHS M s131B
NPOKCUMANbHUX  BIAALIIB  Tija
(YpaxeHHs KOBTQJIbHUX Ta

IJIOTKOBUX M s13iB). JlojmaTkoBi —
MIJBUIICHHS TEMIIEpaTypu Tija,
CIa0KiCTh,  aHOpEKCiA,  BTpara
Baru. 3MiHM 3 OOKy cepus y
BUTJISANII MIOKapauTa CKIIAJAI0Th
1/3 - Y Bciei BicrepanbHOl
MaTOJIOT 1.
Kpurepii
l.cumeTpuuHna
CJIa0KICTBb M SI31B;
2.MiIBUIIEHHS PIBHA M S30BHX
€H3UMIB B  CHBOPOTIII  KpOBI
(xkpeatundocdokinazu,
TpaHCaMiHa3M);
3.enexTpomiorpadiyHi  3HAX1IKH;
4 XJTacCUYHUN  J1IepMaTOMIO3UTHUI
BUCHIT;

JXiarHOCTHKHU.
MPOKCUMAaJbHa

5.TUIOBI 3HAXIOKU B M SI30BUX
oionrarax.
Jis  BCTaHOBJICHHS  JIIarHO3Y

noTpiOHO HAasBHICTH BUCHILY Ta 3
IHITUX KPUTEPIIB.

[TigBuHES CHEKTPY
rpy0onucnepcHux OiIKiB B
mjaa3Mi KpoBi — o2 — Ta y —

TJIOOYIIHIB, T IBUILIEHHS
akTuBHOCTI (hepmenTiB — JIJIT,
K®K, migBumenus DA
MMOKA3HMKA.

B amamisi ceui: BIJHOIIEHHS
KOHIICHTpaIlii KpeaTuHy 0
CYMHU KOHIIEHTpAIlill KpeaTHHY
Ta KpeatuHiny Ounbuie 40%.

[Ipu enexTpomiorpadpiyHOMy
TOCJIIKEHHI - O3HaKHU
MiO3UTY.




3MiHM NIpU CKJIepoaepMil



Cycrapbi (PA)

Koxa

MeyeHs (MBL}) (cch

LLluToBKAHAR ¥enesa

MoaxenyaouHas (TUpeouauT)

xKenesa
(auaber | Tuna)

MWKPOXUMEPHBIE
KJIETKW

Jlerkne
Moyku (CCA, CKB, HN)
(CCA, CKB, H)

Cepaue

Kuieynuk (CCA, CKB, HN)

(CCA, CKB)

KpoBb
{CCA, CKB, H)

JliarHOCTHKa IepMaTOMIO3UTY/TIOIIMIO3UTY 0a3yeThCS MEPEeBAKHO HA KIIIHIYHUX
JaHuX 1 pe3yapTatax Oiorcii M's3a. [[0OTOBHUMU KITIHIYHUMH 3MiHAMHU, K MOXYTh
OyTH MIiJCTABOIO JJII BCTAHOBJICHHS JiarHO3y, € CJIAOKICTh Y MPOKCUMAJIbHUX
rpynax M's3iB Ta IIWi, MOPYUIEHHS KOBTaHHS, MEpPIlOpOITAIbHUNA TETIOTPOITHUN
JIepMaTuT, cuMnToM ['OTTpoHa, epuTeMa TUITy IIai, AEKOJIbTE, Ha PO3TMHAIBHUX
nmoBepxHAX cyriao6iB. Cepen J1abopaTOpHUX JaHUX HAWOUIbIIE 3HAYCHHS Mae
nigsumieHHs piBHs KOK. [umi maGopatopHi TecTu Ta enekTpomiorpadis MaroTh

JIOTIOMD)KHE 3HAUYEHHS.

HiarnoctuuHi kputepii nepmaromio3uty/moiimiosuty (K. Tanimoto et al., 1995)

HaBCACHO HMKYC.



[IxipHi kpuTepii

1. T'enioTpomnHa BUCHIIKA — IyPILypOBO-UYE€pPBOHA HAOPAKOBA €pUTEMA Ha

MOBIKAaX.

2. Osnaka ['orTpoHa — mypnypoBO-u€pBOHA, 3 JIYLICHHSIM, aTpodiuHa Y1

MaKyJibO3Ha €pUTEMa Ha pO3TUHAIIbHIN OBEPXHI CYTJI001B MaJIbIliB KUCTEH.

3. Epurema mikipu Ha po3ruHaIbHIA MOBEPXHI JIKTHOBUX 1 KOJIHHUX CYTJI00IB.



Kpwurepii nmoJsimiosury

1. IIpokcumanbHa M's130Ba CJIA0KICTh (BEPXHIX Ta HUYKHIX KIHIIBOK 1 TyJ1y0a).

2. IMigBummenns cupoBatkoBoi KOK abo anbronasu.

3. M'a30Buii O11b CITOHTAHHUN YH M1 Yac Hajboarii.

4. MioreHHi 3MiHH Ha eyekTpomiorpami (mojida3Hi MOTEHLIAIA KOPOTKOi

TPUBAJIOCTI, CIIOHTAaHH1 TOTeHITiaMH PiOpUIsIIii).

5. BusiBiieHHs aHTU-JO-| -aHTHTI.

6. HenecTpykTHBHI apTpUTH YU apTpaIrii.

7.  OsHaku cucTeMHOro 3amajeHHs (rapsaka moHan 37 °C, migBUIICHHS

koHneHtpamii CPII uu 36umbmenHs IIOE monam 20 mm/ron 3a MeETOIOM

Becreprpena).

8. JaHi mikpockorii 010mCIHHOro Marepiainy, IO BiANOBIIAIOTH 3alajibHOMY

MIO3UTY (3amajibHa iHQIBTpALlisl CKEJIETHUX M'SI31B 13 JIETEHEPALli€l0 YU HEKPO30M

Mi0(iOpuII, 03HAKK aKTUBHOTO (ParoruTo3y Y akKTUBHOI pereHepartii).

JInist niarHo3y 1epMaToMio3uTy NOTPIOHI TPUHANMHI OJIUH 13 3 HIKIPHUX KPUTEPIiB

14 3 8 kpuTEpiiB MOTIMIO3UTY.

JIiist iarHo3y moJiMIO3UTy NOTPIOHI MTpUHANMHI 4 3 8 KpUTEpIiB MOJTIMIO3ZUTY.
Xoya cuMOTOMaTUKa JIEPMaTOMIO3UTY/TIOIIMIO3UTY JTOCUTh XapaKTepHa, y pasi

MepeBaKaHHs B KJIIHIYHIN KapTHUHI TOTO YW TOTO CHUHIPOMY MOXKYTh BHUHUKATH

niarHoctuyHl TpynHouii. Cepen HepeBMaTHYHUX 3aXBOPIOBAaHb HaiyacTille

MMOMUJIKOBO BCTAHOBJIIOIOTH JIIarHO3UM jAepmarojoriyHoro (HaOpsik KBinke,

epUTpOACpMIsi, aJepriiHUi KOHTAKTHHM JepMaTHT, Oemmxa TOmO0) Ta

HeBpoJIOTiYHOro  (mosioMmieniT, myasthenia  gravis, OynbOapHuil  uu

MCeBNOOYILOAPHUI CHHIAPOM, MOJIHEBPUT) mpoditto. BupimanbHe 3HaUYCHHS B

nudepeHiadbHId  I1arHOCTUIIl 31 IIKIPpHUMH XBOpOOaMU MaroTh M'A30BUH

CUHAPOM, SIKMA PaHO YM MI3HO JIOJYYa€eThCs 10 IIKIPHOI BUCHIKH, crerudiyHa

JIOKai3alisi OCTaHHBOI Ha KIHIIBKAX, apTpairii, BIACYTHICTh e(eKTy Bia

JIKyBaHHS.



JlepMaTuT y MOE€AHAHHI 3 MIQITisIMHU, apTPajirisiMH, TapsSuYKOI Ta CXYyIHEHHSIM
HEPIAKO CIOHYKaTh N0 audepeniiansHoi miarHoctuku 13 CUB. Opnak CUB
MpUTaMaHH1 MOJICUHIPOMHICTD, TOJIICEPO3UT, YaCTEe 1 paHHE 3aly4eHHS HUPOK 1
LEHTPaJIbHOI HEPBOBOI CUCTEMH, JiM(aeHOomnaTis, cuenudidai ypakeHHs LIKIpH 1
cu30BUX 000JI0HOK ("MeTenuk", eHaHTema, aQTO3HUN CTOMATHUT, XEHIIIT); Miajrii
HE CYNPOBO/IKYIOThCS CJIaOKicTIO M'si3iB.  Jliomyc-mepMaTuT TaKoXK 4YacTo
NOIIMPIOETHCSI HA KHCTI, aje BiH 3a3BUYail OMUHAE IMIKIPY HAJ PO3THHAIBHUMU
MOBEpXHSIMHU Ccyrao0iB mnaneiiB pyk. [Ipu CUB mnoBiku 1 HOCOryOHI CKIaAKu
3aJIMIIAIOTHCS] BUTHPHUMU BiJl BUCHIIKH, TOJ1 SIK JUIsl I€PMATOMIO3UTY II€ OJHA 3
HalixapakTepHIKX Jokam3amiii epuremu. Kpim toro, tumoBumu s CUB
JTa00paTOPHUMH BIAXWICHHSIMU € TPOMOOITUTOTICHIS 1 JICHKOIIEHis, BUCOKI IU(ppu
IIOE, nassuicts antutin 1o JJHK 1 Sm-antureny.

Judy3nuii HaOpsx oO0au4usi, cuHApoMm PeitHo, ypakeHHs Cyryio0iB, SBHIIA

nucarii iHkosu Bumaratoth BukiiroueHHs CC/I.

3minu ctpaBoxony npu CCJJ



VY Takux BHUIAgKaX CIIJ aKIEHTyBaTH yBary Ha BHSIBICHHI MPOKCUMAIBHOI
M's130B01 ciabkocTi, 6ioxiMiuanx (KDK) ta imyHomoriunux kputepisx. Jms CCJJ
HE XapaKTepHa epuTema OyJb-siKoi Jiokami3aiii. Jucdaris BUHUKae BiIacHe MICHs
IMPOKOBTYBaHHS 1K1, MEPEBaXHO TBEPAOI, 1Ka HE MOTpAIUIsiE B HIC YU Tpaxero.
Cunnpom PeitHo Mae TspKkui mepeOir 1 maibke 3aBXAM € NEPIIUM CUMITOMOM
xBopoOu. Skmio audepeHiiaibHy A1arHOCTUKY MPOBOASATH Ha IMI3HIX CTaisX,
KOJMM  HasgBHI  KaJblIMHATH, TO  CJiJl  BpaxoByBaTH, IO  TpHU
JI€PMATOMIO3UTI/TIONIMIO3UT] KaJIbIIMHATH JIOKAJTI3YIOThCA B M'si3aX Ta IHIIHUX
M'SIKMX TKaHMHaX MEePeBa)KHO y 30HI Ta3a, CTErOH, MIIEYOBOro noscy, a npu CCJJ
— y JUCTaJbHUX BIAMUIAX KIHINBOK (mambil, nepeammyys). o Toro x

CKJIEpOACPMIUH1 KaJIbIIU(IKATU HE YTBOPIOIOTHCS B M'sS3aX.

M'si30Buit cUHIIPOM clliJl TU(EPEHIIIIOBAaTH 3 KUIBKOMA TPyIaMH 3aXBOPIOBaHb —
IHIIMMHA PEeBMATUYHUMU (peBMaTUYHA TIOJ1- MIaJTis, CHUCTEMHI BaCKYJITH),
HelipoM'si3oBUMH (M'si3oBa nuctpodis romenHa, myasthenia gravis, CUHApPOM
ITona—JlamOepTa, OiuHUI aMiOTPOGIYHUI CKIEPO3), EHAOKPUHHUMH (TIIOTUPO3,
rinepTupo3,  xBopobGa  AnmmicoHa, xBopoOa  Kymiinra,  akpomeranis),
€JIEKTPOJIITHUMHU ~ TOpYLIEHHSAMU  (Timokaiiemis, rimodocdaremis, rimo- 1
rinepKaIbIIEMIs), MEIUKAMEHTO3HUMH MiomnaTissMH (TJIIOKOKOPTUKOIIU, CTaTUHH,
D-neHinunaMid, aHTUMaJISPIAHI Mpenapatv), YpPOMKEHUMHU 1 MeTaOOJIYHUMHU

MIOIATISIMH.



Mianrii npu moJaiMiO3UT]I HIKOJIX HE AOMIHYIOTh y KapTHHI XBOpoOHU, Ha BIAMIHY
BiJl IHIIUX CHCTEMHHUX PEBMATHUYHUX 3aXBOPIOBaHb (pEeBMAaTUYHA MOJIMIairis,
CUB, BY3JIUMKOBUM MOMIAPTEPUT), TPHU SIKUX OOJHOBUH CHUHAPOM € MPOBIJIHUM, a
TUIIOBA I 1€PMATOMIO3UTY/TIONIMIO3UTY TICEBAONAPATITHYHA M's130Ba CIa0KICTh
PaKTUYHO HIKOJIM HE PO3BUBAETHCA. [Ipu By3IMKOBOMY MOJIapTEpUTI Miamrii
3a3BH4Yaii  OOMEXEHI TOMUJIKAaMH, OJHOYAaCHO 4YH HEBJOB31 3'SIBISIOTHCS
ACUMETPUYHI HEBPUTH 3 PYXOBUMHU TMOPYIICHHSIMH, YPaKCHHA HHUPOK 3
apTepiaibHOIO TIMEePTEH31€10, HEKPOTUYHI 3MIHM IIKIPH, JIBEIO.

Ha Binminy Bix momimio3uty mpu myasthenia gravis, cunapomi Itona—JIlambepra
M'si30Ba  CHaOKICTh BUHHMKA€E €MI30JWYHO, HApOCTae IMiJg dYac (PI3UYHOTO
HABaHTa)XCHHS, 3MEHIITYETHCS IMICIIs BINMOYMHKY Ta BBEJCHHS MPO3EPUHY; PAHO 1
4acTO YPAKAKTHCSA M'SI3U OUEH.

Jlng rpynu cmaakoBUX M'sizoBux guctpodiit  ([romenna, bekkepa) ciin
BpaxoOBYBaTH CIMEHHUN aHaMHE3, 3aKOHOMIPHICTh 3HMXKEHHSI CYXO>KHIJIKOBHX
pedrnekciB 1 po3BUTKY nceBaorinepTpodii m's3ie. [Ipu mpbomy 00mr09ICTh, HAOPSK
M'sI31B, KQJILIIMHO3 1 BICLICPUTH BIJICYTHI.

Sxmo KJiHIYHA KapTUHA TPEACTABJICHA IMEPEBAKHO CIAOKICTIO Ta atpodiero
M'A31B, CIIIJI NPOBOAUTH AudepeHIiadbHy AIarHOCTUKY 3 HEBPOJOTIYHUMU
3aXBOPIOBaHHSIMH, TOB'SI3aHUMHU 3 YPKEHHSMH MOTOHEWpOHiB. O3HaKamu, IO
XapaKTepH1 MJI TEPBUHHOTO YIIKO/DKEHHS M'S31B, € CHUMETPUYHUMA PO3IMOILI
c1abKOCTI y TMNPOKCUMAJbHUX Tpynax M's3iB, BIJIHOCHA 30€peKeHICTh
CYXOXKUJIKOBUX pe(]IiekciB, BIACYTHICTh MOPYUIEHb YYTIUBOCTI, HEEPEKTUBHICTh
npo3epuHy. BakinBe 3HaueHHS MalOTh pe3yibTaTH eJleKTpomiorpadii: mpu
HEBPOJIOTIYHMX PO3JaJiaX MOTEHI[lad Jii M'SI30BUX BOJOKOH MalOTh BHUCOKY
aMILTITYly 1 30UIbIIEHY TPUBATICTh, 3MIHIOETHCS MIBUAKICTH MPOBEACHHS
HEPBOBOTO IMITYJIbCY, TOOTO CHOCTEPITralOThCs 3MIHH, MPSIMO MPOTHIICKHI TaKUM
MIpH 3anajibHIA MloNaTii.

JUis BUKIIOYEHHS EHIOKPUHHUX 3aXBOPIOBaHb 1 EJIEKTPOJITHUX MOPYILIEHb
MiHIMaJIbHUM 00CST 00CTEXKEHBb BKJItOUaE BU3HaUeHHs B kpoBi piBHs TTI, T3, T4,

KOPTHU30J1y, Kalito, HATPit0, KaibIlito 1 ¢pocdopy. Miomnarii TakOoro mMOXOKEHHS €



HECTIMKUMM, 3'SBIISIIOTHCA 4YacCTilIe IIiJi YaCc HaBaHTaXXEHHS 1 MAaroTh
XapaKTEPUCTUKHU CKOpIIIe M'sI30BOi BTOMH, HIXK CIIa0KOCTI.

JIns  TIIOKOKOPTUKO'IMHOI MiomaTtii XapakTepHi HopMmaidbHUU piBeHb KOK,
BIJICYTHICTb 3MiH y OionTaTax M'si3iB, 30UTBIICHHS M'I30BOT CHIIM MICIIsl 3HMKEHHS
703U TJIKKOKOPTUKOIMIB.YCIM XBOpUM Ha JAEPMATOMIO3UT CJIiJI MPOBOJUTH
[JIECTIPSIMOBAHE OOCTEKEHHS JIJIs1 BUSIBJICHHS] OHKOTIATOJIOT 1.

Ilepedir i ycknagnennsi. Ilepebir aepMaTOMIO3UTY/MONIIMIOZUTY Ty>Ke
HEOJHOPIHUN 1 3aJICKUTh BiJ BapiaHTa J1e0I0TYy, IMYHOJIOTIYHOTO CYOTHITY,
CBOEYACHOCTI JIIarHOCTUKU 1 MOuaTKy JiKyBaHHs. Halfwacrtime 3axBoproBaHHS
Ma€ TEHJEHIII0 J0 TNPOTrpecyBaHHs, XBWJIENOAIOHOTO TMepediry, MOKIUBE
JOCSITHEHHSI TOBHOT cTiiiko1 pemicii. Cepes; yCkiIagHEeHb HAOUTbII CEepHO3HUM 1
YacTUM € achipaliiiHa THEBMOHIs, a TakoX OaHalbHA BHYTPIIIHbOTOCIITaTIbHA
IMHEBMOHIs, TEPEAYMOBH IS SKOI CTBOPIOIOTH MiOMaTHYHA TIMOBEHTHJIALIS Ta
IMyHOCyTipecuBHa Tepariisd. [IHEeBMOHIS € OCHOBHOIO MNPUYMHOKO JIETAIBHOCTI
XBOpUX. IMOBIpHMII PO3BUTOK TIOPYIICHH PHUTMY Ccepus 1 MPOBIAHOCTI,
1H(pIKyBaHHST TIPOJICKHIB, aKTUBI3alllsl BOTHHUIL TyOEpKYyJIbO3HOI 1H(EKIIi.

VYcknagnenHs 3 00Ky 1HIITMX OpPraHiB Ta CUCTEM BUHUKAIOTH PiJIKO.

CUCTEMHI BACKYJITH

CuUCTeMHi BaCKyAiTU — 1€ BelMKa HEOJHOpIJIHA Tpyla 3axXBOPIOBAHb,
00 eHaHNX MEPBUHHUM JECTPYKTUBHUM YPaKCHHSIM CTIHKHM CyIHH (apTepiil Ta BEH)
p13HOro KaniOpy 3a TUIIOM BOTHUILEBOIO a00 CETMEHTAPHOTO 3aMaJIeHHs 1 HEKpO3y Ta
BTOPMHHUM 3aJIy4€HHSM JIO MAaTOJIOTIYHOTO NpOLECy OpraHiB Ta TKaHuH. [lpu
CUCTEMHHUX BACKyJITaxX 3alajeHHs CYJWH € CYTHICTIO XBOpOOM — Ha BIAMIHY BiA
IHITMX 3aXBOPIOBaHb, MPHU SKUX BACKYJITH — JIAIIE KOMIIOHEHT MAaTOJOTTYHOIO
Mpolecy, SK NpH TOCTPId pEeBMATHYHIN JUXOMAaHIl, PEBMATOIZHOMY apTpUTI Ta
Tudy3HUX ~ 3aXBOPIOBAHHSAX  CHOJYy4HOI  TKaHMHU. CHCTEMHI  BacCKyJIiTH
XapaKTepU3yIOThCSl LIMPOKO PO3MOBCIOKEHUM YpPaXXEHHSIM CYyIWH, 1IIEMIEI0 Ta

MOpYLIEHHAM (DYHKIIIT BIIOBIIHOT 30HH.



B 0CHOBI PO3BUTKY CHCTEMHHMX BAacCKyJITIB BUpIIIAJbHE 3HAUYEHHS HANA€THCS
IMYHOINIATOJIOTIYHUM TIpoLlecaM, B MEpIIy 4epry — iMyHOKOMIUIeKCHMM. OjHak, B
PO3BUTKY CHUCTEMHHUX BaCKYJITIB BiITPalOTh BAXJIMBY POJIb 1 1HII MAaTOr€HETUYHI
dakTopu, Takl sK: TEPUyTIUBICTh YIIOBUILHEHOTO TUITY, PaHYJIbOMATO3HI MPOIIECH,
nopyuieHHs kiipency HIK petukynoengoremianbHoi cucteMu, (Pi3MdHi BIACTUBOCTI
KOMIUICKCIB aQHTUIE€H — aHTUTUI0. Benuke 3HAYeHHS MalwTh PEOJIOTIYHI Ta
MIKPOIMPKYJISATOPHI MOPYIIEHHS, 1[0 NPU3BOJAATH 10 TINEPKOAryJysiii 3 PO3BUTKOM
JIBC — cunnpomy. KokHe 3axBOpIOBaHHS III€1 TPYIU XapaKTEPHU3YETHCS TEBHUMU
OCOOJIMBOCTSIMH BCIX IME€PEpaxOBAHMUX 3arajlbHUX TMPOILECIB 3 PI3HOI YYaCTIO
OKpPEMHUX MEXaHI3MiB, MEpPEeBaXAHHSIM TUX Ta I1HIMX (AKTOpPiB, LIO CKIAJae
HO30JIOTTYHY 1HJIMB1IyaIbHICTh KOKHOTO 3aXBOPIOBAHHS. o i€l rpynu
3aXBOPIOBaHb BIJHOCSTH BY3JIMKOBHM TepUapTepiiT, TI'€MOpariyHUil BacKyJIT
(xBopoba Illenneiina-I'enoxa), rpaHyiboMmaTo3 BereHnepa, CKpoHEBUN apTepiiT
(xBopoba XoptoHa), HecneuudiuyHUN aoptoapreplit  (xBopoba  Takascy),
obOmitepyrounii TpomOanriit broprepa, xBopob6a bexuera, xBopoOa Kasacaki
(cnuzoBo-niM(po3ano30Buil CHHAPOM), cuHapoM Yapmk-Crpocca Ta MiKpOCKOTTYHHMA
nosianriiT. [Ipu cucteMHuX BacKymiTax 3amalieHHs CyJIUH € CYTHICTIO MAaTOJOTTYHOTO
poriecy, Ha BIAMIHY BiJI 1HIIUX PEBMATUYHUX 3aXBOPIOBaHb, MPU SKUX BACKYJIT
MOCTa€ JIMIIE KOMIIOHEHTOM 3aXBOPIOBaHHS, HANpPUKIaA, MPU PEBMATOITHOMY
apTpuTi, TUPy3HUX 3aXBOPIOBAHB CIIOTYYHOI TKAaHUHH, peBMaTnu3Mi To1o. CucTeMHi
BAaCKYJIITH XapaKTEPU3YIOThCA IMOMIMPEHUM YPaXXEHHSM CYyJIHWH, IIIEMIE0 1
NOpyHeHHAM (YHKIIIT BIAMOBIAHOT 30HM YU CUCTEMH OpPTraHiB.

Kaacugikanis. Ha cporomni, He3Bakaroud Ha HASBHICTh KiIacUQIKaIIHHUX
KPUTEPIiB CHUCTEMHHUX BaCKYJITIB, iX Kjacu]ikailis MpeJcTaBiise 3HAYHI TPYIHOIII.
Icayroui kmacugikaiii moOynoBaHi Ha pO3MEXKyBaHHI 3aXBOPIOBaHb 3a KaJiOpom
VPOKEHUX CYIUH 1 3a TMATOTEeHETUYHMMU NpUHIUOAMHU. 3 BIAKPUTTIM
AHTUHEUTPOPUIHbHUX IUTOTUIA3MATHUYHUX aHTUTLI (AHLIA) 3’sBuincs nmepeayMoBu
JUIA CTBOPEHHS HOBOi Kiacudikalii CHUCTEMHHUX BAacKyJITIB, MO Oa3yeTbcs Ha

KJIIHIKO-TIATOT€HETUYHUX 1 IMYHHHMX THIAX CYAWHHOI matoJiorii. 3rigHo 3



knacudikamiero B.Haynes (1992) yci BackynmiTH pO3PI3HSIOTHCS3AICKHO BiJ

ImepeBaru Toro 41 1HIIIOTO XY IaTOI'CHE3Y.

VY xiiHiI HalyacTilie BUKOPUCTOBYIOTh KiIacH(IKallll0 CUCTEMHHMX BacCKYyJITIB 3a
E.H.Cemenkonoto (1988).

[TepBuHHI(HO30JOTIYHO CAMOCTIIHI CUCTEMHI BaCKYJIITH).

1. Hekporusyroui NaHBACKYyJITH: BY3JIMKOBUWA mepiapTepiiT  (KJIacH4yHUil),
ACTMATUYHUI BY3JIMKOBUH TEepiapTepiiT (HEKTOPTU3YIOUNI aHTIIT 13 TPaHyJIOMaTO30M
— cunapom Yepmxa-Ctpoc).

2. 'panynomato3Hi BacKyJIITH:

2.1. I'panynomaro3 Berenepa;

2.2. Cepeaunna (raHrpeHIHCTEHI[I0Ya) TpaHyjoMa 00Iryys;

2.3. JlimbomaToinHuii TpaHyIOMAaTO3;

3. 'emopariunmii Backymit (xBopo6a lelnsiin-I'enoxa).

4. I'raHTOKJIITHHHI BaCKYJITH:

4.1. Hecnientuiunmii aoptoaptepiit (xBopoba Takascy);

4.2. TemnopansHuii apTepiit (xBopoda XopToHa);

4.3. PeBMaTH4Ha MOJIMIaIT1S;

5. O6nitepyrounii TpoMOaHTiiT (XBopoba broprepa).

6. [umri ¢hopmu BacKymiTIB:

6.1. XBopobOa bexuera;

6.2. XBopoba Kapacaki (C1M30BO-IIKIPHO-3aJI03UCTUI CUHAPOM);
6.3. TpomboTHUHA TpOMOOIIUTOTICHIYHA ITypIypa (xBopoOa MOITKOBUY).
Brtopuunnt:

1. [Ipu indexmisnx:

1.1.bakTepianbHiii (cencuc, IHOEKUIHHUNA EHJOKAPINT);



1.2.BipycHuit (XpOHIYHUM TeMaTuT);

1.3.PukeTcio3Huii.

2. Ilpu MmeauKaMeHTO3Hii XBOPOOi.

3. [Ipu 37105IKiCHUX MyXJIMHAX (BOJIOCATOKIITUHHUH JIEHKO3, TIM(POMHU TOIIIO).
4. IIpu cUCTEMHHX 3aXBOPIOBAHHSAX CIOJYYHOI TKAHUHHU.

5. Ilpu napa3utapHUX 3aXBOPIOBAHHSIX.

6. [Tpu podeciitHux xBopobax (6episnio3, CIIKO3, IHTOKCHKAI[IS MUIIIBSIKOM).

Ha VYkpaini Hemae 3amponoHoBaHOi Kiacu@ikallii CHUCTEMHHUX BacKymiTiB. Tomy
BUPIIIEHO CTAaBUTU J1arHO3 BAaCKYJITIB BIAMOBITHO J0 MIKHAPOJHUX CTaHIApTIB
(MKX-10).

M 30 IMomapTepiiT By3IMKOBHIA Ta CIIOPITHEHI CTaHU

M 30.0 By3nukoBuii momaprepiit

M 30.1 TlomapTepiiT 13 3amyuennsm jereHiB (Uepmxa-Ctpocca)

M 30.2 FOBeHuIbHMI TTOTIAPTEPIIT

M 30.3 CauzoBo-mikipauii siMmponoayasipauii cuaapom (Kapacaxi)

M 30.8 Inmi craHu, MOB¢s3aHI 3 BY3JIIMKOBUM MOJIApPTEPIITOM: MIKPOCKOMIYHHIMA
MOJTIAHTIIT.

M 31 [ HeKpoTHU3YIOYi BaCKyJIOMAaTIii

M 31.0 I'inep4yyTiauBUiA aHTIiT

M 31.1 TpomOOTHYHA MIKpOAHTIOMATIS

M 31.2 CmepTenbHa cepeuHHa rpaHyJiboMa

M 31.4 Cungpom nyru aoptu (Takascy)

M 31.5 T'iranTOKIITHHHUI apTepiiT 13 pEBMATUYHOIO MOTIMIAITI€I0

M 31.6 [Hmu# TIraHTOKJIITUHHUAN apTepiiT



M 31.8 Inmi yTouyHeHI HEKpPOTHU3YIOUl BacKyyomaTii (reMopariyHuii BacKyJiT —
nypnypa  Illeinein-I'eHoxa,  eceHlllaJibHa  KpIOTJIOOyJIHEMIYHA  MypIypa,
o0iTepyrounii TpoMOaHriit, xsopoba bexuera)

M 31.9 HekpoTu3syroua BacKyJjomnarisi, HEyTOYHEHA (ITKIPHUN JTIEHKOIIUTOKIACTHUIHHMA
BaCKYJIIT, MOJIIAHT1ITHUN TIEPEXPECHUN CUHIPOM).

Taénuusa 1. Poznopin ronocie pecnoxgeHTie nig wic BHG6opY HaRKpawol knaci gikauii

Knacu@ikaula TocniLKEHHHE 1 ToCn| TKEHHHE 2
Kpurepli Chapel Hill 1994 25,5% 18%
Knocudlkauia Fink 86, moguwdikosana Dillon 93 2T% 7%
Knocwdikauia Lie (1986-1991) 11% -
Mogrikopadi kpurepli Chapel HIll gna pited 6% 4%
Pazom 100% 100%:

Taénuuga 2. Hoea knacudikauia Backynitie y giten

|. BOcKy niTH I3 NEpeBaKHAM Y REMEHHAM BENHKHE CY OHH
+ Apreplit Takaacy
Il. BackyniTH 13 NepeBaXHAM Y POKEHHAM CYIHH cepefHLOro Kanlépy
* BysnuxoBHA nonlapTeplit y gited
* WkipHua nonlapreplit
+ Xpopo&a Kapocakl
IL.BackyniTH |3 NepeBaXHEM YPAKEHHAM CYARH Manoro kanispy
TPAHY NEMATO3ZHI
+ [puHynemaros Barenepo
 CHuppom Yapro-Crpocea
HETPAHY NEMATOZHI
* Mikpockon|4HWA noenlar it
+ Mypnypa Wednadx-TeHoxa
* [30NLOBUHHA LWKIPHAA NeRKOLUMTOKNOCTHYHAR BOCKy niT
+ MINOKOMANEMEHTUPHARA YT IKAPHWA BAckyniT
V. IHwi eacky nith

* Xpopo6a baxvera
+ BropHuHl Backy niTH (Ingerwiaxol etioneril (By3nHKkosMA noniapTepliT, Woe acouioeTsed 3 Bipycom renamdty B), na-

PUHeONNCCTAYRI BOCKYNITH, € TEKO X BACKY NITH BHOCN|QOK 30CTOCY BECOHHA NIKIE, 30Kpamt rinepeeHCHTHEHMA BackyniT)
* Buckyni, o acouloeTeed 3 XBOPOSIMH CNOMY YHOT TRUHHHKA

* [30NMLOBOHMA BUCKYNIT LIEHTRANEHOT HEPBOBOT CHCTEMM

* CuHppom Korana

+ Heknaoidikopaml

ETionorisi. ETionoriss cucTeMHHX BacKyJiTiB pi3Ha Ta JOCKOHAJIO HE BUBYECHA. Y
JTAaHWUW Yac BiJIOM1 HACTYIMHI €T10JI0T14YHI YNHHUKUA PO3BUTKY CHCTEMHUX BaCKYJIITIB:

- Jikapchki  mperapatd  (0coOJMBO  AHTUOIOTHMKH, BaKIMHU, CHPOBATKH,
TyOEepKYJIOCTaTHYHI 3aCO0H, Cyb(aHIIaMiIi TOIIIO);



- BipycH (Bipycu renatuty B, ockinbku y 30% XBOopuX Ha BY3JIMKOBUH MepiapTepliT B
CHUpOBATIIl KpOBlI BHU3HadaeThcsi HBs-aHTUreH y BHCOKOMY THTpi, a TaKOX
IUPKYJIIOI0Yl IMYHHI KOMIUJIEKCH, IO BMIIIYIOTh AaHTUTIIA JO HBOTO; TaKOXK
€TIOJIOTIYHY POJb BIJITPalOTh BIPYCH Tepriecy, ITUTOMErajoBipyCH, PETpPOBIPYCH,
napBosipyc B19);

- OakTepianbHa 1HGeKid (TyOepKynbo3Ha 1H(EKIis, CTPENTOKOKI, 1€PCHUHIT, XTaMiii,
CaJIbMOHEJIH TOIIIO).

- TIEPYYTIUBICTh (MEIUKAMEHTO3HA, Xap4u0OBa, X0JI0I0Ba, MTOJIHO3H);

- XpOHIYHa BOTHHIIEBa iHGEKIiS (0COOIMBO HOCOTJIIOTKOBA, SK Yy BHUIAIKY 13
rpanyiiomaro3oM Berenepa);

- TEHETUYHO 3YMOBJICHMH AedeKT IMYHHOI BIANOBAl. IMyHOr€HEeTUUHHUMH
MapKepamMu CUCTEMHHUX BacKyJiTiB € meBHI anturenn HLA-cuctemu. IlepexonauBo
JIOBEJIEHAa POJIb T'€HETUYHHUX (DAKTOPIB y PO3BUTKY TIraHTOKIITHHHOIO apTepliTy
(HLA DR4), xBopo6u Takascy (HLA BW52, DW12, DR2, DQW1), rpanynomaTo3y
Berenepa (HLA B7, HLA B8, HLA DR2), xBopoou bexuera (HLA B51), xBopoOu
Kagacaki (HLA Bw22 B Anonii, HLA Bw51 B CIIIA), 00iTepyr0doro TpoOMaHriiTy
(HLA A9, HLA B5, HLA DR 4).

B Tabnuiii mpeacTaBieHi OCHOBHI KIiHIKO-T1a00OpaTOPHI 03HAKH, YPAKEHHS CEpIls Ta
CYJIMH TIPY OKPEMUX HO30JIOTIYHUX (POpMax CUCTEMHOTO BACKYJIITY B TUTSYOMY BIIIi.



Ta0muus
OCHOBHI KJIIHIKO-JIABOPATOPHI O3HAKHU ITPU OKPEMUX HO3OJIOTTYHUX ®OPMAX CUCTEMHMUX
BACKYJITIB Y IUTSY0OMY BIII

Ho3oJ10riuni ¢popmu OcHOBHI KJIiHIYHI YpaxeHHs cyauH JlabopaTopHi naHi JlikyBanus
CHHJPOMH
BysnukoBuii mepuaptepiit | YpaxenHs mkipu: Bucum, | CTpaxmaaroTh aprepii | -JlefikonuTo3. -Koptuxoctepoinni
(M30.0) - cucrtemHMIl | By3JIMKM 10 XOAY CYAMH. | cepenHboro Ta  Maioro | -IIpuckopenns LIHOE. npenapari.
HEKpoTH3ytounii BackymiT | Jluxomanka. Ilporpecyroue | kamiOpy. [Manaprepiit, | -Eo3unodinis. -luTocraTnyHi npemnaparu.
3a THUIIOM CETMEHTAPHOTO | CXYIHCHHS. [Ipody3Ha | aneBpu3zMuU aprepiid. | -['inepramarinoOymiHeMmis. -Ilnazmodepes.
ypaxXxeHHs aprepiii | miTiuBicTh. boni  pi3Hoi | CTpaxnaioTh cynunu | -AnTtuTina 10 HbsAQ. -AHTHarperaiTu Ta
MUIKOTO Ta CEpPeIHBOTO | JIOKasi3arlii. VYpakeHHs | HUPOK, Cepllsl, JIETeHIB Ta | -301IbIICHHS B- | anTHKOATYISHTH.
Kajmiopy 3  yrBopeHHsM | HUpOK. YpaxeHHs CCC - | iHIIMX OpraHiB. mimdouuTiB,  MoKa3HUKIB | -Hecrepoinui
aHEBPI3MaTUYHHIX aprepiaqbHa TINEPTEH3is, CEPOMYKOI/IiB, npoTH3anaibHi 3aC00H.
BHUII STYyBaHb. KOPOHapHT, MiOKap/uT, CclaJIonpoTeTHiB, -AMIHOXIHOJIIHOBI
MepiKapIuT; JTUXAJTbHOT ¢dhiOpuHOTERHY, npenaparm.
CUCTEMUY,; HEPBOBOT aHTU(1OpUHOII3IHIB, -AHT10TIPOTEKTOPH.
CUCTEMU; M 5I31B, CYIJIOOIB. iMmyHor00ymHIB M, G, -I'inep6apuuna
AOnoMiHATBHUI CHHIPOM. HIK, AH®. OKCHUTEHAIlI.
-3umwxkenHs  piBHA  T- | -I'emocopOiris.
JTiMQOLUTIB.
I'emopariyamii  Backymit | LlkipHa nypmypa. | Aprepiony, BEHYJH, | B TsSOKKuX BUNaakax: -I'inoaneprenna mgiera.
a6o mypnypa Illenneiina- | YpaxeHHs IIKIpH, | Kamuisipu.  3HAXOJKEHHS | -JIEUKOIIMTO3, -OOMexeHHS pyxoBoi
I'enoxa (D69.8) — | cyrno6is, HUPOK. | MONIMOP(HHOKIITHHHUX -HEUTPOoi1b03, aKTUBHOCTI (3-4 THXHI).
CHUCTEMHE 3anaibHe | AOAOMIHAIBHUN CHHAPOM. | 1HQIIBTPATIB. -TioMipHa eo3uHOP1ITIs, -AHTHarperaHTHa Teparis
3aXBOPIOBaHHS MepeBakHO | Dopmu - HIKipsIHA, -TUCTIPOTETHEMIS, (KypaHTHJI, TPEHTA).
KalijsipiB, apTepiosl Ta | WIKIPSHO-CYTI000Ba, -CKOpOUYEHHS qacy | ~AHTHKOAryJasHTHa
BEHYJI, TOJIOBHMM YHWHOM | IIKIpsTHO-aOgoMiHabHA; I, KpoBoTeyi 3a J[foke. Tepamis. -AHTUTICTaMiHHA

HIKipH, CYTI001B, OprOIHO1
MOPOKHUHH Ta HUPOK.

II, III cryneHi akTUBHOCTI;
nepeoir - TOCTpUH,
HOiArOCTPUNA,  XPOHIYHHUH,
peLeInBYIOUN, 3aTSHKHUH.

tepamis. -HIT3IT.

- MIOKOKOPTUKOIIN.
-I[{lutTocTaTuku
BapiaHTH).
-IInazmodepes.

(TSDKKI




[IpomoBxeHHs TaOIHIT

XBopoba Kapacaki abo | OcHOBHI KpuTepii. [Tananriitu KpynHuX | -JIeifikonnTos, aHemis. -Hecrepoinna
CIIM3UBO-TITKIPSHUAN 1.JIuxomanxa. apTepii: KopoHapuux, | -ITpuckopenns HIOE. npoTHU3anajibHa Teparis.
TiMQPOHOTYIAPHUI 23miHM 3 OOKy ouell | KiryOoBUX Ta iH. | -TpomboLITO3. - MroKOKOPTUKOIAN.
CUHIPOM (M30.3) - | (koH TOKTHBIT, Onedaput). | DopMyBaHHS aHEBPU3M. -ITigumenns pisas CPb. - AHTUKOATyJISTHTH.
CUCTEMHE roctpe | 3.YpaxeHHs CIIM30BUX -I'inep¢ibpuHOreHEeMis. -JlezarperanTu.
3aXBOPIOBaHHS, o | 000JIOHOK POTA. -ITigumenns Ig E. -BuyTtpimnboBeHHE
XapaKTepU3y€eThCA 4 .1uitanii mimdaneHiT. -EKT™: 3HWKEHHS | BBEJICHHS IMYHHOTO
CTIHKOIO JUXOMaHKOI0, | 5.Bucum Ha mikipi BOJIbTAXY, MOAOBXKEHHS | TVIOOYNiHY (3 I[UIBHUM
YpaXXeHHAM CIIM30BUX | 6.3MiHH JUCTAIIbHUX inTepBany PQ, 3minu 3yous | ¢pparmenrom FC — 2 mr/kr,
000JIOHOK, IIKIPH, | BIIIIIIB KIHITIBOK. P ta cermenra ST. oaHOpa3oBo abo 0,4 r/kr 3-
KOH IOKTHBITOM, MoxuBi apTpanrii, -EXOKI" ab6o auriorpadis: | 5 pasis.

E€HAaHTEMOIO, roCTpuM | aboMiHATBHUN O171b, TUIISTAIlis 1/a00 aHeBpU3MHU

HerHiiHUM JimdaneHiTom. | Kapautu. Koponapur. KOpPOHApHUX apTepii.

I'panynbomato3 Berenepa, | -JIuxomanka. Aprtepii  cepemHboro Ta | -AHEMIs Ta JCHKOIIUTO3. - MIOKOKOPTUKOIIN.
HEKpOT3YyIOounit -Ledanrii. npibHoro kanibpy, napioui | -IIpuckopenns LHOE. -IMyHOZEnIpECAHTH.
pecnipaTopHUiA -Btpara macwu Tina. BCHH. [TanBackymit. | -EozuHOD1Tis. - AHTUKOATyJISTHTH.
rpanynbomaro3 (M31.3) — | -Aptpanrii Ta Mianirii. [MonimopdHO-KIITUHHI -Tpombo1HTO3. -JlezarperanTu.
TITaHTKOKJTI TKOBHI -VpaxeHHs BepxHiX | iHinmbTpatn,  miMmdoinHi | -Bussnenns CPBb, 1IK, | -Hecrepoinni 3acobu.
IpaHyJIbOMaTO3HO- IUXAIBHUX WUIAXiB  (HIC, | TIFAHTCHKI kutuHu. | PO, AHOD. -[Inazmodepes.
HEKPOTUYHUN CHUCTEMHHUU | BUpa3KM B  TMOPOXXKHMHI | [ panynpoMaros -Mikporemarypisi.

BaCKyJIT 3 BHUOIPKOBHM | pOTa) Ta JICTEHIB. HEKPOTUYHUI. -Rg nereniB — iHdinbrpatu

CIIOYaTKy YPaKEHHSIM | -YPpaKeHHS HHPOK. PI3HUX PO3MIpIB.

IUXIBHUX — OUIAXIB 1 | -YpaxeHHs THIINAX -I"'panynbomaro3ne

JIETCHIB, a TIOTIM 1 HUPOK. OprasiB. 3amnaJIieHHs Ipu O101ICii.

Hecnenugiuanit [memiunnit  cuHIpoM B | YpakeHHS Benukux | -[lomipHa anemis. -Koprukocrepoinu B
aoproapTepiit,  XBOpoOa | 3aJIEKHOCTI BiJ ypaKe€HHs. | apTepiid, siki Bigxonath Bix | -IIpuckopenus ILLIOE. aKTHBHY (a3y.

Taxasicy (M31.4) | PenoBackymsipHa aopTH. Knitunni | -I'inepramarnoQymniHemis. -AHTHUKOAryJsiHTH.
XapaKTEPU3YETHCS TiepTOHIs. Ypaxenns | iHQiIbTpaTH. -AnTionpoTexTop M.
3anajJbHUMHU ta | [IHC. Jlerenesi BacKyJIiTH. -JlezarperanTu.

JNCCTPYKTUBHUMHU 3MiHAMH
B CTIHII IyT¥d aopTH Ta il
FUJIOK 31 CTEHO30M Ta

JlereHeBe
HenocrartHicth
AOPTAJILHOTO KJIalaHa.

cepiie.

-I'imoTen3uBHa Teparris.
-Xipypriusae JiKyBaHHS.




1IIIEMI€10 OPTaHiB.

HpOI[OB)KeHH;[ TaOIUIl | YPaKeHHS nepudepudHnx | Y pakeHHs cepennix | -ITpuckopenns HIOE. -Koptuxoctupoinu
O6aiTepyrounii CyJIUH 3 PO3BHUTKOM | apTepii Ta BEH | -IHOMI MIeHKOIMTO3. aKTHBHY (a3y.
TPOMGOAHTIIT Broprepa | raurpesd.  @nebir,  wo | (CHAOBACKYIIT, -Jlucniporeinemis. - AHT10TIPOTEKTOPH.
(173.1) - CHCTeMHe | MITpYE. Koponapur. | TpoMOaHTiiT). Kumitunhi - AHTUKOATyJISTHTH.
3amajgbHe  3aXBOPIOBAHHs | Y PAKCHHS HHC. | indineTpaT. -Jle3arperanTu.
CYIMH CepeIHbOro Kamiopy | AOXOMIHAIBHUIT CHHAPOM.

(apTepii Ta  BeH) 3

MEPEBAKHUM  YPAKCHHIM

CYJIMH KiHIIIBOK.

XBopoba bexuera (M35.2) | llkipuuit BackymiT. | Cepenni Ta ApiOHi apTepii i | -JIeiikounTo3. -KopTukocrepoinu.
- peuuauBytounii | AdTo3HuA CTOMATHT. | BEHU KIHITIBOK. -Eozunodindis. -IluTocrarukm.
apTo3HUI cromatut, | CuHOBIiT. YBeiT. Bupasku -IlinBumenns HIOE. -JleBamizo.
HEKPOTUYHO-BUPA3KOBI reHITaIbHI. ApTpHT. -ITiggumenns CPb. -Konxinus.
ypaxXxeHHs CIM30BUX | MeHiHroeHIedariT. -[Inazmadepes.
000JI0HOK crateBux | TpomOodnediT. Pimme -

OpraHis, 3anaibHi | ypakeHHS JIETeHiB.

YpakK€HHSI OUYEH.

[iranTOKIITUHHUHA VYpakeHHs CYAMHHOTO | YpaxkeHHsI cyauH pi3Hux | -IlomipHuit efikonuros. -KopTukocrepoinu.
CKpOHEBHUI aprepiir, | Oaceliny, qacTime - | GaceitHiB (uacrime | -ITpuckopenns LIOE. -Hectepoinni
xBopoba Xoprona (M31.6) | ckpoHeBux apTepiil. | CKPOHEBOTO). poTH3anajibHi 3ac00u.
- xapakTepu3yeThes | ["omoBHMIMA O1Ib.

rpaHyJIbOMATO3HUM [loripmenns  30py 3

TITAaHTOKITITHHHUM YpOKCHHSIM CITKIBKH.

3aMaJIeHHAM CEepEeNHbOIl | YpaXeHHs aOpTH.

000JOHKM aopTh Ta 1l

KPYITHUX apTepii.

Cunapom Yapmx-Ctpocca | BponxiansHa actMma. | Backymt 3  ypaxenusm | -EozuHodimis, ounpie | - TFOKOKOPTUKOIIH.
(M30.1) - momiaprepiit 3 | Eo3unodinisa. Heiiponaris. | cyaun apibHoro kamiopy. B | 10%. -Ilurocraruxmu.
ypaKXeHHSM JiereHiB abo | JlereHesi iH(}IBTpaTH. | CTIHII CyJIMHU - | - [limBumenns IOE, Ig E, | -Ilna3zmadepes.
€03MHO(UIbHUHT Cunycutn.  Jluxomanka. | iHdinpTpanis eo3undinamu | [{IK ta  PD, piBHA

rpaHyIbOMaTO3HUM aHTiiT. | Cepo3uTH. Hedpwur. | Ta TPaHyJILOMH, 10 | HyKJICAPHUX  aHTUTLT 3

AOnOMiHATBLHUI CHUHAPOM.
ApTepiasibHa TirnepTeH3is.

HCKPOTU3YIOTh.

AHTHUMIEJIOTIEPOKCHUIA3HOIO
aktusHicTIO (P-ANCA).




IOBEHIJIbHAH PEBMATOITHUM APTPUT (M08)
IOBeninbuuii pesmatignuii aprpur (FOPA) — cucremHe 3ananbHe
3aXBOPIOBAHHS CIIOJIYYHOI TKAaHMHU 3 MEPEBAXKHOIO JIOKATi3alli€l0 Mpolecy B
OTIOPHO-PYXOBOMY amapari Ta 3 ypaKeHHSM CYTrjio0iB y MJiTei, B OCHOBI SIKOTO
JeKUTh AUCHYHKINS IMYHHOI CHCTEMH, BUpPaK€Ha ayToarpecis, IIo Beae 0

PO3BUTKY MaTOJIOTTYHUX IMyHHHX peaKIriu.



Hecneuudyiune NeHeTH4yHa

3ananeHHAa CXMNBHICTB

0
0
v

MowxogHeHHA THAHWH
MNopyweHHA PeKPYTYBAHHA KIITHH
AKTMBaLiA CTPOMANBHUX KNITHH
Exkcnpecia HeoaHTHreHis

AKkTHBaLiA

ExToniuxa
peaxyia, Aka
Haragye yeuT-

MocuneHHA
3ananeHHA
THAaHHHHOIO

ayTOAHTHTIN
NoOWKOAMEHHA




KJIACHUDIKAIIIA FOPA (A.B. [loaromonoBa Ta ciiBaBT., 1981)
Kiiniko-aHaTOMiYHA XapaKTePUCTUKA 3aXBOPIOBAHHS.
PeBMaroinuuii apTpuT, mnepeBaxHO cyrioOoBa (opMa (3 ypakeHHSIM abo 0e3
YpaKE€HHS 04eil):
- MOJIIAPTPHUT;
- omiroapTpur (2 — 3 cyrimobmn);
- MOHOAPTPHUT.
PeBMmaroinHuii apTpuT, CyriioboBo-BicuiepaibHa popma:
- 3 oomkenumu Bicueputamu (ypaxkenuss PEC, cepus, cyauH, HHUPOK, J€T€Hb,
HEPBOBOI CHCTEMH, CEPO3HMX OOOJOHOK, IIKIpH, OYeH, amijoino3 BHYTPIIIHIX
oprasiB), cuaapom CTiia, aneprocenTuYHNN CUHIPOM.
PeBmaroiguuii apTpuT y CIOTy4YEHHI 3:

- PEBMAaTHU3MOM,



- () y3HUMH 3aXBOPIOBAHHSIMH CIIOJTYyYHOT TKAHWHHU.

Ku1iHiK0-IMyHOJIOTiYHA XapaKTepPUCTHKA.

[Ipo6a Ha P® nmo3utuBHa.

[Ipo6a na P® neratuBHa.

Ilepebir xBopooOu.

[IIBuaKO poOrpeCcyrouunil.

[ToBimBHO MpOTpPECYIOYHUH.

be3 moMiTHOTO mporpecyBaHHs (JIOOPOSIKICHE).

CTyninb aKTHBHOCTI mpoiecy.

Bucoxwuii (III).

Cepenniit (11).

Huzpkuii (I).

Pewmicis.

PenTrenosioriuba crajaist apTpury.

[ — mnpucyrnoOoBuii o0OCTEONMOpO3, O3HAKU BUIIOTY B MOPOXKHHUHY CYIJI00a,
VIIUTBHEHHSI TIeP1apTUKYJIIPHUX TKAaHUH, IPUCKOPEHHS POCTY emidi3iB ypakeHOro
cyriooa.

IT — Taki > 3MiHHM Ta 3BY)KEHHS CYyTrJIOOHOT IIUITMHY 1 OTMHUYHI y3ypH.

[II — mommMpeHuii 0cTeOnopo3, BUpaxeHa KiCTKOBO-XPAIIOBA IECTPYKIis, BUBUXH,
T1JIBUBMXU, CHCTEMHE TTOPYIICHHS 3POCTY KiCTOK.

IV — 3minm, Bractusi I — III cramisim Ta aHki103u (aHKUI03 y ITMHHOMY BIILTY
XpeOTa He BU3HAUA€E CTA/li 3aXBOPIOBAHHS.

DyHKIIOHAJIbHA 3IaTHICTH XBOPOTO.

306epexeHa.

[Topymiena 3a CTaHOM OTIOPHO-PYXOBOTO amapary:

- 3JIaTHICTH 10 CAaMOOOCITYTrOBYBaHHS;

- 3JIaTHICTH 10 CAMOOOCITYTOBYBaHHS YaCTKOBO BTPAUCHA;

- 3IaTHICTH /10 CaMOOOCTYyrOBYBaHHS BTpau€Ha 30BCIM;

[Topy1iiena 3a cTaHOM BHYTPIIIIHIX OpPTaHiB.

Kpurepii pannboi giarnoctuxkn FOPA (A.B. Jlonronosnosa ta ciiBast., 1979)



PankoBa CKyTICTb.

YBeirT.

© 0o N o g~ w N E

PeBmartoinHi By3JIUKH.

ApTpuT TpUBamicTIO O1IbIIE 3 THXXHIB (000B SI3KOBA 03HAKA).
VYpaxkeHHs 3-X cyrao0iB MPOTATOM MEPIINX 3 THKHIB XBOPOOU.
CumeTrpudHe ypakeHHs ApiOHUX CYTIIO0IB.

VYpaxkeHHs IUWHOTO BIAALTY XpeOTa.

Bunit y nopoxHuHy cyrio0is.

TenocunoBiT ab0 OypcHT.

10.EmigizapHuii ocTeonopos.

11.3BykeHHs CYTrJI000BO1 IILJTUHU.

12.03Haku BUNIOTY B CYTI00i.

13.YiuieHHs nepiapTUKyISpHUX TKaHUH (03HakH 10 — 13 — peHTTeHOJIOT14H]1).

14.361npnrenns COI nmonax 35 Mm/To.

15.BusiBneHHst peBMaToinHOTO (pakTOpa B CUPOBATII KPOBI.

16.XapakrtepHi AaHi 6101Cii CHHOBIAJIbHOI 000JIOHKH.

3a HagBHOCTI 3-X KPUTEPIIB — JM1arHO3 BBAXKAETHCS BIPOTiAHUM; 4-X —

BUABJICHUM, 7—-MHU - KJIJACUYHUM.

Taomurg 4

KJIHIYHI JIATHOCTHUYHI KPUTEPII IOPA

Kpurepii

XapakTepucTUKA

1. PankoBa CKyTiCTh

PankoBa ckyTiCTh mpOTIromM 1-i TOAMHM HAa MOMEHT
3BepTaHHs a00 B aHAMHE31.

2. ApTtpur TpHOX 1
OinpIIe cyra000BUX 30H

Halpsax M'sKuX TKaHUH 1 BUIIIT, BUSBIEHI B TPHOX 1
OlnplIe Cyrao00BUX 30HAX: MpaBi 1 JiBl MPOKCUMAbHI
M1k (anaHrosi, 1 SICTKOBO-(hasIaHT OB,
MIPOMEHEBO3aIl SICTKOBI, JIKTBHOBI, KOJI1HHI,
TOMIJIKOBOCTYITHEBI, ILJIeCHe-(paslaHroBi cyrjiodu abdo
nedopmMmairisi cyrjio6iB TUX Ke 30H a00 MPUITYXJICTh
BUIII€3a3HAYEHUX CYTrI001B B aHAMHE31.

3. Aptputr cyrio6iB
KHCTI

[lpunyxmicTe MPOMEHEBO3al SICTKOBHX, I SICTKOBO-
danaHroBux 1 NPOKCUMAJIBHUX MK (PaJlaHTOBUX
Cyr;ioOiB Ha MOMEHT 3BepTaHHsi a00 B aHaMmHe3l, a
TaKOX 1X nedopmarris.




4. CuMeTpu4HUHN apTPUT

OnmHoYacHe 3alydyeHHs 10 MATOJOTIYHOTO MpPOoLecy
OJIHUX 1 THX XK€ CYIrJ1000BHX 30H 3 000X OOKIB TiJa
(6imatepanbHe ypaKeHHS MIPOKCUMAaTBHUX
MDK(anaHroBuX, 1 SICTKOBO(AIAaHTOBUX a00 IIJIECHE-
danaHroBux Ccymio0iB JOMycTUMO ©0e3 aOCOoJIFOTHOT
CUMETpii) Ha MOMEHT 3BepTaHHs ab0 B aHaMmHe3l , abo
nedopmariisi BUIe3a3Ha4eHUX CyTII001B.

5. PeBMaroinHi By3IMKU

[TigmkipHi By3TUKHA Ha BUCTYMAIOUUX AUITHKAX KICTOK,
pPO3THHAIBHUX TMOBEPXHAX ab0 HABKOJO Cyrio0iB,
BUSBJICHI JIIKAPEM HA MOMEHT 3BepTaHHA abo B
aHaMHe3l.

6. PeBmaroinuuii daktop
(P®) B cupoBaTIii KpoBi

BusiBnennss aHoManbHOi KiibkocTi P® B cupoBatiii
KpOBI OYyJIb-IKHM METOJIOM, IPH SIKOMY ITO3MUTHBHUH
pe3yibTaT B KOHTPOJBHIA TPYIi 30pOBHX JIOACH —
5%, Ha MOMEHT 3BepTaHHs a00 B aHAMHE31.

7. Penrrenosioriuni
3MIHH

Tunosi mans FOPA 3MiHM Ha peHTreHorpami KHCTI 1
3all’ICTh B NEPEOHBO-3a[HIA  MPOEKIi, YITKUH
OCTEONOPO3  KICTOK  ypaXeHoro  cyrjoba i
0e3nocepeIHbO MPUIIETIINX A0 HhOTO KICTOK.

3a HasgBHOCTI

4-x i Oinbme i3 mepepaxoBaHHX KpHTepiiB

Mo:xkHa aiarnoctyBatu FOPA.

MAPAKJITHIYHI JIATHOCTHUYHI KPUTEPII IOPA.

- Jle#kouTo3, MpU TPUBAIOMY Tepediry — JeHKOIeHis, TiIcoOXpoMHa abo

HOPMOXPOMHA aHEMis

- IIpuckopenns LLIOE

- Busnauenns pesmatoigHoro dakropy (PD)

- Jlucnpoteinemisi, 3SHI>KEHHSI BMICTY albOyMiHIB, T1IEpriIo0yTiHEeMIs

- 30uemenHs BMmicty Ig A, G, M.

- 3uwxkenHs T-mimpouurtie  (CDs, CDs, CDig), 3MiHM  XenmepHo-

cympecopHoro koedimienty (CD4 : CDg).

- BusHaueHHs aHTUHYKJIEAPHUX AHTUTLI Y MIJIBUILIEHOMY TUTPI.

- JlochipKeHHST CHHOBIANBHOI piauHU (HEHUTpOQiIH, B S3KICTH CEKPETy

3HUKEHA, KPUXKHU

3TyCTOK MYIIMHIB, B IUTOIUIa3Mi JICWKOIIMTIB

BU3HAYAIOTHCS POTOIUTH), 3HUKEHHS BMICTY KOMIUIEMEHTY a00 JEKIIbKOX




rioro xkommnoHeHTIB (C3Cs), BU3HAYAIOTHCSA MIJABUINEHHI PIBHI ITUTOKIHIB,
LK.

Mopdosoriune AOCHIPKEHHs] CHHOBIaJbHOI TKAaHMHM 3a JIONIOMOT'OIO
MYHKI[IITHOT G1o1cii.

Pentrenmiarnoctuka cyriio6is npu FOPA:

I cTazis - enidizapHuii 0cTEONOpo3s;

Il crazgis — epo3ii, y3ypH Cyriio00BHUX MOBEPXHIB, CYTrJI000BI MOBEPXHI 3pUTI,
MIKPOKICTH;

I cramis — pi3ke 3BYXKyBaHHS CY[VIOOOBMX HIUIMH, IX 3HUKHEHHS,
YTBOPEHHS aHK11031B, MMiIBUBUXU CYTJIO01B;

IV crania — nmoegnanus cumiroMis 111 cragii 3 ankigo3amu.

PenTrenosioriydi 3MiHU IpU PEBMATOITHOMY apTPUTI

VYapTpa3ByKkoBa JACHCUTOMETpPis (BU3HAUCHHS MIHEPAIbHOI IIUIBHOCTI
KICTKOBOI TKAHUHH).

Miorpadis (arpodis M s131B, HyacTillie perioHapHa M’ si30Ba aTpodis).



Judepenuniiina giarnoctuxka IOPA npoBoauThCs 3 peBMATU3MOM, CHCTEMHHM
YEepBOHUM BOBYAKOM, IOBEHUIBHMM aHK1I03ylouuM crnosainoaptputom (FOAC),
CUB, CCH, FOJIM, apTpuToM HEepeBMaTUYHOI MPUPOJU — CENTHYHI 1 1HPEKIIHHI
(TyOepKyIIb03, OpYyIIEIh03), MATOOTIEID OTIOPHO-PYXOBOTO amapary He3arnaabHOTO
reHe3y (apTpomarii IpW CHAgKOBUX 1 OOMIHHMX 3aXBOPIOBaHHAX, JHUCILIA3ii,
OCTCOXOHJPOMATii),  ypaXXeHHSM  Cyrjgo0iB  TpPH  OHKOI'e€MaTOJOTTYHUX
3axBoproBaHHAX.[Ipu peBMaTu3Mi Mae Miciie NpsSMUN 3B 30K 31 CTPENTOKOKOBOIO
iH(Dek1iero, y OUIBIIOCTI BHUMOAAKIB CYTJIO00BUNA CHHAPOM TOEIHYETHCS 3
KapAUTOM. YpaxXeHHs CYIJIOOIB Mae CHUMETPUYHHMA, JETIOUM XapakTep, PLAKO
CHIOCTEPIraeThCsl MOHOAPTPUT, HE XapaKTepHl s peBMaTu3My jAedopmarii
cyrio6iB, arpodiss M’s31B, paHKOBa CKYTICTb Ta AUCTPOdiyHI 3MIHM CYTJI00iB.
Knitunauiil ckinaa kpoBi, 610XiMIYHI TECTH 3alajeHHs], HE € 1HPOPMATUBHUMHU IS

ndepeHITiiHOT T1IarHOCTUKY ITUX JIBOX 3aXBOPIOBAHb.

FOAC — miarnoctuuni kputepii (3a I'epmim-IlapTenkipxen).

1. OcHoBHI (BenUKi) KpUTEPIi:

- ACHMETPUYHHM OJIIroapTpUT (< 5 cyriio0iB) MEpEeBaKHO HUKHIX

KIHITIBOK B TIEPIIIl TPU MICSII];

- €HTE30MaTisl Ta 1HII CyXO0XKWIbHO-3B’I3KOB1 CUMIITOMH;

- 00J11 B IOTMIEPEKOBOMY B1JIJILT XpeOTa abo cakpo-ijeaabHii 001acTi;

- TOCTPUM 1PUAOLIMKIIIT;

- HEJIECTPYKTHUBHUN XapaKTep YPaKEHHS CYTI001B (32 BUHATKOM

Tap3UTy 1 KOKCUTY);



- BITHOCHO JOOPOSIKICHUI MepeOdir 31 CXUIBHICTIO 10 PO3BUTKY

TpUBAIUX (POKaMH) peMicCiil.

2. JlomaTkoB1 (MaJil) KpUTepii:

- noapTput (> 5 cyriio0iB) B 1€010TI 3aXBOPIOBAHHS;

- YyOJIOBIYA CTATh;

- MOYaTOK 3aXBOPIOBAHHS Y JIITEH MICJIS MIECTH POKIB;

- HLA B27-n03UTHBHICTS;

. ciMmelina arperauis mo HLA B27-acouiiioBaHux 3aXBOPIOBAHHSIX.

s mepe6iry FOCA € xapakTepHUM HACTYITHE:

. PO3BUTOK TepuepiiHOro apTpuTy y OUIBIIOCTI IITEH, 3a KiIbKa

POKIB Iepey€e YpaKeHHIO XpeOTa, oueii;

- OJIIr0apTPUT 200 0OMEKEHU MOTIapTPUT;

- ACUMETPUYHICTb YPa)KEHHS CYIJIO01B;

- MePEBAXKHE YPaAKEHHs Cyri00iB HIKHIX KIHIIBOK;

- IMo€AHaHHA 3 CHTC3UTOM Ta IHITUMHA CYXO)KI/IJ'IBHO-?)B,HSKOBI/IMI/I

CHUMIITOMAaMH,



- HEJCCTPYKTHUBHUI XapakTep ypaxeHHs CyriaoOiB (3a BUHSATKOM

Tap3UTy 1 KOKCUTY);

- BITHOCHO JOOPOSIKICHUI mepeOdir 31 CXMWIBHICTIO 10 PO3BUTKY
TpUBAIUX (POKAMU) PEMICIH.

VYpaxeHHs cyryio0iB MepearItocu BiiOyBaeThCs 3 (OPMYBaHHIM aHKLIO3YIHOUOTO
Tap3uTy — TunoBuM kimiHiYHUM cumnTomoMm IOAC. lle cBoepinHe ypakeHHS
Cyrio0y 1 CyXOXKWJIbHO-3B’SI3KOBOT'O arapary CTOMH 1 KJIIHIYHO MPOSBISETHCS
BUPAXEHOIO JehOpMAITI€0 TIEPESATUIIOCHH 31 3HAYHUMH 3MIHAMU IIKIPU HaJ HEIO,
NOETHYETHCS 3  BHUPAXEHUM  axXuIoOOypCHUTOM,  MiAN SITKOBUM  OypCHUTOM,
TEHOCUHOBIITAMU [IIJITHOK 30BHIMIHBOI 1 BHYTPIIHBOI JOAMKOK. [lopymryerscs
MIOXO/JIKA JI0 TMTOBHOI BTPATH OMOPHOI 3AaTHOCTI KIHLIBKH. PEHTT€HOJIOTIYHO Tap3UT
MPOSIBIIIETBCSI  OCTEOTNEHIEI0,  €pO3i€El0  CYIIOOOBUX  IMOBEPXOHb  KICTOK
NEPEeAIUIIOCHH  1HKOJIM Yy TO€JHAHHI 3 KICTKOBUMH  PO3POCTaHHSIMHU 1
NepioCTAIbHUMH HAlIapyBAaHHAMH, a TPH TPUBAIOMY Tepedbiry — pO3BUTKOM
aHKUI03y B cyrjobax mnepenmitocHu.Xapaktepaum st FOAC € ypaxeHHs
cyrio0iB | manelsg 3 pO3BUTKOM €po3iii B TUCTATBLHUX BIIJILIAX CTOM, SIK MIPaBUIIO,
B MICIl MPUKPIMJIEHHS Karcyiu cyrioba (1e BapiaHT eHrte3omariii)./lo mposBsis
€HTE3UTY BITHOCUMO JAKTHIIIT, BUSBOM SIKOTO € “COCHCKOINOJIOHA” nedopmarris
NayibliB BHACIIJOK OJHOYACHOTO 3aMajibHOTO YPAa)KEHHS CYryioda 1 CyXOXKHIIbHO-
3B’SI3KOBOT0 amapary, IO € XapakKTepHUM I mojiapTputTy. OJHaK MOXKe
cnoctepiratuck 1 npu FAC. CakpoineiT po3BUBA€THCA, SAK TPABUIO, B
MUTITKOBOMY BiIll. Y MiBYATOK-MIIITKIB MOxke po3BuHyTHCh HOCA-TomiOHuii
CUHJIpOM:  JOOpOSKICHI  apTpayirii, KOPOTKOYACHI  €Mi30Au  CHHOBIITY),
nepudepiitnuii cyrio00BUN CHHIPOM, €HTE30MaTii MHOXKMHHOI JoKam3alli 0e3
O3HaK ekcynaiii, 0om B cnuHi. Lle pe3ynpraT HEHpO-ryMOpalbHUX MOPYUIEHB 1

MOBHICTIO € 3BOPOTHIM.

VYBeiT pO3BUBAETHCA TOCTPO, 3 SICKPABUMM KIIHIYHUMH cuMmnOToMamu (0o,

rinepemisi 04ei, CBITIIO00sI3Hb), 3yCTPIYA€ThCS MEPEBAKHO Y AITEH CTapIIOTO BIKY,



yacrime y xaomuukiB.Ilpu TpuBamiii i cTIKIN TUXOMaHI{I HEOOX1THO BUKIIOUUTH
CenTUYHUM, 1HQEKIIHHUN TIpolec, OHKOJOTiuyHy maTojioriro. I[lpm 1pomy
BUpIIIAJIbHE 3HAYEHHS MAalOTh IIOCIBM KPOBI, CEPOJIOTIUHI JOCIIKEHHS,
JIoCHipKeHHs:  wmienorpamu, Y3/l  BHyTpimHiX oprasiB.l'ocTpa nokanbHa
CUMIITOMAaTHKa OOMEKEHOT0 YKcia Cyrio0iB, 0COOJMBO y MOEAHAHHI 3 O3HAKaMU
NepIapTUKYJISIPHOTO 3alaJICHHs, BUMarae BHUKJIIOUEHHS OCTeoMieliTy.B ocTaHHI
POKHM BCE YACTIIIE BUSBISEMO CBOEPIIHE YPaKEHHS KUCTEW y BUIVIAII 3HAYHOL
nedopmaiiii apiOHUX Cyriao0iB, 30kpemMa 2-4 NPOKCUMaIbHUX MDK(arTaHTOBUX
Cyrno6iB 6e3 MICIeBUX 1 TyMOpaJbHHX MHpOSBIB 3amalieHHs 1 3MiH KicTok. Lle €
MPOSIBOM TIOPYIIICHOTO KOJIATEHOBOTO OOMIHY 1 € TE€HETHYHO JEeTePMIHOBAHUM.
Hedopmaitist 1piOHUX Cyriao0iB KUCTEW M.0. HACHIAKOM 301bleHHs emidi3iB 1 €

0CO0JIMBICTIO KOHCTUTYLIT (emiizapHi qUCTIa3ii).

Aptpanrii M.0. Ha QOHI CUHAPOMY TINMEPMOOUTLHOCTI CYTI001B, MIOCKOCTOMNOCTI,
KOHCTHUTYLIHHO-TUCIVIACTUYHHX 3MIH OC1 KIHIIIBOK (BapycHa, BaJbI'yCHA JIeBiallis),
IPU OCTCOXOHJPOMNATISAX, SAKI MOXKYTh MPOTIKATH 3 BTOPUHHUMH JOOPOSKICHUMHU
cuHOBIliTaMu. BuainsieMo apTpuTh HUXKHIX KIHIIBOK Ha (oHi xBopoOm KpoHa,
Hecrenu(igHoro  BHPA3KOBOTO  KONiTy.B  ocramHe necatupiuus  3pocrtae
aKTYaJIbHICTh TPOOJIeMH pEaKTUBHUX (TOCTpUX 1 XpoHIUHUX) apTpuTiB (PeA),
acolifioBaHUX 3 PI3HUMH 1HPEKIIsIMUA. B CTpyKTypi peBMaTHYHUX 3aXBOPIOBAHb
PeA y niteit 1o 14 pokiB cknagaroth ~ 50%, y miamtkiB — 37%. ko panimie
cepen mpuunH PeA mepeBaxaiia KMIIKOBA 1H(EKIIsA, TO 3 KiHIS 80-XpOKiB 3pocTae
posib TOoCTpoi 1 XpoHiyHOi xmamimidnol iHdekmii (XI),  Bukaukanux CI.

trachomatis, a B octanHi poku nepeBaxkae Cl. pneumoniae. Lle B meBHil Mipi



MOB’SI3aHO 3 EMiJeMI€l0 XJaMifio3y y cBIiTI.COpUATIUBUMHU [0 XJIaMmiAiil € Bcl
moau. [lepenecena iHQekIis He 3a0e3Meyye Mo- KUTTEBOIO IMYHITETY. XJIaMiIisiM
BJIACTUBUN TPOMI3M JIO €MITENIII0 KOH FOHKTHUBU O4YeH, JIETeHb 1 CEYOCTaTeBOi
cucteMH. /{7151 HUX BIACTUBUM € BHYTPIIIHbOKIITUHHUIN Napa3utusM. JliarHoctuka
X1 3aBxau Bkazye Ha iH(eKkumiiiHuUN mnporec. 3pocTae dYacToTa XPOHIYHOL
MEePCUCTYIOUOI XJIaMIIIMHOT 1HEKIII1.

[Tpuunnoro nepcuctenii XI € :

- HMU3BKUU PIBEHB Y-IHTEPPEPOHY;

- nopyweHHs cuiBiaHomeHHs 1 pyHkii Tch 1 Ts (3 nepeBarorwo HeAOCTaTHOCTI

Ts);

- HEJOCTaTHICTh PYHKIIIi Makpodaris;

- BHUpPaXXEHE 3HIKEHHS BIIHOCHOTO 1 a0COMIOTHOTO yucia B-nmiMdonuTis;

- HEJOCTaTHICTH SIgA;

- 3HWKEeHHS KUTbKoCTI NK;

- nagBHIicTh anTUTLI HLA B27;

- ytBOpeHHs L-dopm xnamifgiil.

YT1Bopennto L-dopm copusitore auchyHKIi IMyHHOI CHCTEMH, HeaJeKBaTHA
anTuOakTepianbHa Teparis. [lin BmimBoM pi3Hux (axtopiB L-popmu nepexoasth
B aKTUBHY (pa3y 1 NMPOJOBKYIOTh PO3MHOXKEHHS. Taka 3MiHA aKTUBHOI 1 MTACUBHOI

dbopmu MeTa0O0JIIYHOT AKTUBHOCTI XJIaMIIA 3yMOBIIOE MIATPUMAHHS XPOHIYHOTO

3anaJbHOrO MPOIIECY.



[Tpu minecnpsimoBanoMy oOcTeXeHHI AiTel 3 martosorieio cyrinodis (FOPA, TOCA,
KOXA) XI Bussnena y 80% Bumasnkis, mpudomy Haigactime y miteir 3 FOPA (CL
pneumoniae — 93%). ¥ uux niteld B aHaMHe31 PETPOCHEKTUBHO A1arHOCTYBaNACh
XI, mounHaroun 3 mepu-, IHTPAHATAIBHOTO MEPiOy, Hafall y MOJOBHUHH 3 HUX
CIIOCTEPITAINCh PEIUANBYIOUl PECIIpaTOpPHI 3aXBOPIOBAHHS, MIKpOOHO-3amajibHI
3aXBOPIOBaHHS  HUPOK, cedoBUAUTbHUX  1uiaxiB  (30%), peuuauByroui
koH toHKTHUBITH (30%). 3a pesympraramu KiiHiku JI.O.IcaeBoi, cyrmoOoBwii
CUHJIpOM, acoriiioBanuii 3 XI, mpu ycix Ho30J0T1YHUX (opMax Mae CHiIbHI

BJIACTUBOCTI:

- ACUMETPUYHUN €KCYJaTUBHUN apTPUT 3 MEPEBAKHUM YPaKCHHIM

CyT00iB HIT;

- Oe3nepepBHO PEHUANBYIOUNN TIEPeOir, 3HAYHUN BUIIIT Y MOPOKHUHY

cyrio0y;

- BIJICYTHICTh PAHKOBOI CKYTOCT1, O0OJIbOBOTO CHHAPOMY;

- MIHIMaJIbHI MOPYIICHHS YPaXKEHOTO CYTiI00Yy;

- HE MPOTPECYIOTh PEHTIC€HOJIOT1YH1 3MiHU;

- TOPIITHICTh 10 aHTUOAKTEPiaIbHOT Tepanii y OUIbIIOCTI XBOPHUX.
[Mpuennanns XI y mnamientiB 3 FOPA  3miHIOBano Xapaktep peLUIUBIB
Cyrjao00BOrO CHHAPOMY, a BJAacHE PEUUIUBU apTPUTy NPOTIKAIOTH MO THUILY
OJIITOAPTPUTY, 3arOCTPEHHS BUHUKAIOTh HE3aJIEKHO BijJ 0a30BOi Tepamii uepes 1-
1,5 mic. 3MiHM XapaKTepU3YIOThCS BUPAKEHUM EKCYJATUBHUM KOMIIOHEHTOM,

MEepPEeBAXHO B KPYMHUX (KOJIHHUX) Cyryio0ax, 6e3 paHKOBOi CKYTOCTI, 00JI0BOTO

CUHIPOMY 1 QYHKIIOHAJILHUX MOPYIIEHb.



Knacuunuii cunapom Pelitepa xapakTepusyeTbcs TETPalOl0 CHMITOMIB, SKa
HOEHY€E apTPUT, KOH IOHKTUBIT, YPETPUT, KepaTojepmito. Po3BUTOK cuHApoMy
Pelitepa cynmpoBOIKy€eTbCS JTUXOMAHKOIO, IHTOKCUKALIEIO, MIBUIICHHSIM TOCTPO-
3ananbHux TecTiB, IIIOE, CRP, piBHS ¢y-Ty0o0ymiHIB, ClaJOBUX KHCIIOT,
KOMIUIEMEHTY, 1H.

VY niteii po3BUTOK cuHapoMy Peiitepa mae meBH1 0COOJIMBOCTI:

- HEOJITHAKOBA 1 Yaci MosiBa YCiX CHMIITOMIB;

- CTEPTICTh KIIHIYHUX M03aCyTI000BUX MPOSBIB;

- €KBIBJICHTOM YPETPUTY Y XJIOMUHUKIB € OajaHiT, iHpiKOBaHI CHHEXI],

- y JIBYATOK — BYJIbBOBAariHIT, IUCTUT, JIEHKOIUTYPIisl, MIKpOremMarypis;
- KOH FOHKTHBIT YacTIIlIe€ € KaTapajlbHUM, IIBUAKO JIKYETHCS, CXUIbHUN
JIO PELUANBIB, PIJIKO BUSBIISIEMO YBEIT 3 B sUTMM NEepeOIroMm.

Xponiuawnii mepedir PA mpu XI xapakTepu3yeThCs BiICYTHICTIO TOCTPO-3analbHUX
3MiH, CXWJIBHICTIO 10 CHUMETPUYHOI'O CYTJI000BOTO CUHIPOMY, PIIKO € pEeUuIuBU
yciei Tpiaau cumnToMiB. [Ipu 1pOMY CYKYIHICTH KJIIHIKO-PEHTT€HOJIOTTYHUX
JaHUX He J103BoJisie BUupudikyBatu aiarHo3 FKOPA. Criia Bil3HAYUTH, 110 Y YACTUHU
nitei, 3okpema xjiomuukiB HLA B27-no3utuBHux, Hagadi po3BuBaeThes FOCA.
BpaxoBytoun ponap XI y po3BUTKY 1 HIATPUMAHHI 3amajibHUX 3MiH y JiTeH 3
aptputamu, B T.4. 3 FOPA, ycix niteit HeoOx11HO 0OCTEeXKyBaTH Ha HasBHICTH XI.

OOCTeXKEeHHIO 1 JTIKYBAaHHIO IMIJIATAIOTh TAKOX YJIEHU CIM 1 XBOPOT AUTHHH.
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Jlugpepenyianvna diaznocmuka cucmemnux 3axe0pro6ans CNOAYUHOT MKAHUHU

I cmanie 3i 30i1buienumu aimghosysnamu

306inpmenHs JiMpaTHYHHX BY3JTiB
y
Micuese I'eHepanizoBaHe
Y Y h
Micnéna fndenn] Cucremni indexuii Cucremsi Anepriiini
- B e Tybepkyabo3 3aXBOPIOBAHHA KpOBi peaxuii
(necneyugpivrudi oy 5 : A
et Cudinic Jlimponeiikemis XpoHiyHa
TIi j;:';ba H::im BlI-indexuis T'ocTpa neiikeMis MeIuKa-
PR . Bpyuensos Jlimdorpanynemaros MEHTO3Ha
noll_clamxoaa_ Cmaais, Tokconna3mo3s (II-1V cranis) anepris
eﬂ' ni:x(bmom:m MoHoOHYK1e03 HeromkkiHchki CuposaTkoBuit
(honaniosa cmadin) Cencuc JiMmpomu renaTur
MeTacTasu nyxXJiMH : :
y JliMd‘ami ABTQlMyHHl 3aXBOpPIOBAHHA 3aXBOplOBaHHﬂ
CucreMHMii YepBOHUH BOBYAK HEBIIOMOro MOXOIXEHHA
BY3IH P :
ByanukoBui noniaprepiit Capkoino3s

Cxema 14.36inpmenns aimpaTHIHUX BY3JiB

Buxmrouenns pimdonpoinidepaTUBHUX 3aXBOPIOBAHb:

=miM(porpaHysomMaro3 HaiuyacTille TOYHUHAETbCI 3 YPaKEHHA IIMIHO-
HAJKJIIOYUYHUX J1iMGOBY3IiB. JIB MIIIbHO-€1aCTUYHOT KOHCUCTEHIIT, pyXoMi,
YyTJWBI MiJ 4Yac Majblalii, 3roJl0M 3JMBAalOTHCA B KOHIJIOMEpPATH, 1HOAI 3
YTBOPCHHSIM HOPHIb, PO3BUBAETHCS KOMIIPECIMHMA CHHIPOM 3 OOKYy
MOPOKHUCTUX BEH, TOocTpa acQikcisg, MexaHIdyHa IKOBTSHUIlI, KHIIKOBA
HENPOXIJHICTh TOHIO. Y pa3l MPOTrpecyrouoro ypakeHHs BCiX TiMGOITHHUX
OpraHiB, CEpO3HUX OOOJOHOK, BHYTPIIIHIX OpraHiB (pigKO B IMaTOJOTIYHHUIM
OpOIEeC  3alydaloThCsd MHUTCJAIMKKM Ta JiM¢oinHa TKaHWHA  TJOTKH),

CIIOCTEPITa€ThCS MIPUCKOPEHHS HIOE, M1 IBUIICHHS KOHIICHTpAIlii



¢b10puHOTEeHy, HEUTPO(DIIBbHUI JIEHKOIUTO3, y MOAAJIBIIOMY — JIEHKOMEHis,
aimdormToneHisa. 3a migo3pu Ha JIA — O1o1cCis, IIUTONIOTIYHE Ta TICTOJIOTIYHE
JOCHDKeHHsT JIM(GAaTUYHOTO BYy3Jia, 1HOAI METOJOM TOPAKOTOMIi 4YH
namaporoMii (HasiBHICTB KIiTHH bepe3oBcbkoro-1lITepHbepra);

*XpOHIYHOTO JiMpoeliko3y (cTapmuii Bik XBOPOTO, CHMETPUYHICTh, TICTyBaTa
koHcucTeHIliss JIB, BiACyTHICTH 3masgHOCTI MDK COOOK, PYXOMICTh,
0e300/1104iCTh, 30UIBIIEHHSA CEJIE31HKH, JEHKOUUTO3 Ta JiMQouuTo3 y
nepudepiiiHii  KpoBi, HasSBHICTh «TiHeH» bortkiHa-I'ymrpexra, ToTanabHa
1HQIBTpaIist KICTKOBOTO MO3KY 3PUTUMHU JTIM(POLIUTAMH);

*HEXO/DKKIHCHKHX 3JI0SKiCHUX JTiM(OM (Mo1iMOp(HICTh KITIHIYHOT KAPTUHU BIKE
Ha paHHIX CTajisX, 3HayHa PI3HOMAHITHICTh TIEPBUHHHUX JIOKai3allii,
30UTBIIICHHS OJAHOTO YM JEKIIBKOX JiM(paTHYHUX BY3JI1B B OJHIN JUISHII,
CIJICHOMETaJjis, IosBa NIIJIbHOT MYyXJMHHM B OyAb-fAKid 4YacTHUHI Tija,
Jeiikemizaiisi, JEHKOIMTO3, JiMporuTo3 y mnepudepiiiHiii Kposi, npu
iMyHOOMacTHIN Ta miM¢oOnacTHid aiM¢poMI KapTHUHA KPOBI Harajaye rocTpuit
Je¥Ko3) — Oiorcis iM¢pOBY3Ja 3 HACTYITHUM IIMTOJIOTTYHUM, TICTOJOTIYHHM,
IMyHOXIMIYHUM, T€HETUYHHUM JIOCIIPKEHHIMU;

*"iIMyHOMIpOJIipepaTHUBHI CUHPOMH (HAsIBHICTH «B-cuMnToMaTUKN,

ayTOIMYHOTMATIH).

IlepBuuHoOe (cucTeMHOE) mMopa:kenue JIY

I. OmyxoJieBbie
(moxanpHBIE U reHepanu3oBaHHbie JIAIT)
4 AV
3J10Ka4eCTBEHHOE JlobpokadecTBEeHHOE
(ocTphie seliko3bl, TUMQPOMBI (XO0PKKHHA U HEXOKKUHCKHE), (TUCTHOLIMTO3BI, MACTOLIUTO3 (KOXKHBIMH,
XPOHUYECKHH TUMGPOOTACTHBIN JIEHKO3, 3T0KAa9eCTBEHHBIC CHCTEMHBIN), COMMTAapHAs MaCTOITUTOMA)
TUCTHOITUTO3HI)

1. Mudexunonnbie (TUMpaaeHUTDI)

/4 AV
Hecneunduueckne Cnenuduueckue
OCTpPBIC B XPOHUYECKUE OCTpBIC B XPOHUYECKUE
(6aHanpHBIE OaKTepUAIbHBIE, BAPYCHBIE U TPUOKOBBIE (TyOepkyne3, curinc, HepCUHNO3, TOKCOIIA3MO3,
UMb ageHUTHI) XJIaMHI103, 60ste3ab ColoKy, Opyteies, GPeJTnHO3,

TyJsIpeMusi, TPUXUHENE3 U Jp.)



PeakTuBHOE (BTOpHUHOE) Mopakenue JIY
/4
Peruonanbubie

(moxanpubIe) JIATT

Hecneuuguueckue

Hngpexyuonnvie
(BupycHoOIi, OakTepHanbHON, IPHOKOBOH,
MUKOIJIa3MEHHOM, XJITAMUAUMHON U JIp.
STHOJIOTHH)

Heungexyuonnoie
(ayutepruueckue, TOKCHYECKHE (cunukos,
acbecTo3, Oeprimos, MeIUKaMEHTO3Has
WHTOKCHKAITHIS u Ip.), ayTOMMMYHHBIC

3a00JICBaHN)

I'enepain3zoBaHHbIe

(pactipoctpanennsie) JIATT
8%

Cneyugpuueckue

Onyxoneguvle
(MeTacTa3bl CONMIHBIX OITyXOJIeH
1 reMo6s1acTo30B B JIY)
Heonyxonesvie
(muddy3nbie 3a0oneBanus coequHuTeNsHON TKauu, CITU/I,
0oJie3HU HAKOILICHHS, XPOHHYECKHE
nMMyHoTIpoiHdepaTuBHbIC CHHIIPOMBI
(anrnomMmyHOONacTHasE ~ TUMQAZCHONATHS,  CHUHIPOM
Kactnemana, cunnpom Kanena — Cmuta u ap.), nepBUYHbIE

UMMYHOJIC(ULUTHI, CAPKOUI03)



CynMHHOTO resesy
TpombopnebiTHa
cIuieHoOMerajlist Ha ¢oHi
NOPTAJIBHOI TiNEPTEH3il
(Hanne4YiHKOBMIA,
BHYTPILIHBOMEYiHKOBHIA,
NnianevyiHKOBUM 610K)

Ilpu indexuiinmx
3aXBOPIOBAHHAX
Tud, napatud

Bpyuensos
IHhexUitHUIT MOHOHYKJIE03
EninemiyHmit renatur
KpacHyxa
Jlentocnipo3
Cudinic
Jleituimanios
Cencuc
bakrepiasbHU it
€HIOKAPIAUT

Ilpu cucremunx
3aXBOPIOBAHHAX KPOBi
['ocTpuii neikos
XpOHIYHMI
Mi€N0NIEHKO3
Mieno¢ibpo3s
Epurpemis
XPOHIYHMIT
JniMponeikos
Jlimborpanynemaros
HeromxkiHcbka
nimpoma

[

30LIbIICHHS CeJIe3IHKHN

IIpu KosareHosax
PepmatoinHuit aprpur
CucteMHUI YepBOHMIA

BOBYAK
BysnukoBuii nepiaprepur
Cwnnpom @enri

A

y

IemoutiTHyHi anemii
3 BHYTPIlLIHBOKJTITHHHUM
remMostizom
B,,(doniero) -':EI.CCIJIIJ.HTH&
aHemis

IIpn xBopobax
HAKONUWYEHHS
XBopoba lNoure
XBopoba
Himanna-ITika

XBopo6a Crinna

Cxema 15. 30inbIeHHA CeJie3iHKH




TecroBi 3aB1aHHs
1 Ha3BiTh cHUHIOPOMH, SIKI XapaKTepHI AJs KIIHIYHOI KApTUHH CHCTEMHOTO
YEepBOHOI'O BOBYAKA:
A. llIkipHwuii, cyrno6oBuil, BicuepatbHUN
B. BpoHX000CTpYKTUBHUM, YpaKeHHS 04ei
C. Cyrno6oBuii, 6pOHX000CTPYKTUBHHM, BEreTaTUBHUI
2 YWHHUKH PO3BUTKY CHCTEMHOT0 YEPBOHOTO BOBYAKA:
A. T'inepinconsiis
B. MeaukaMeHTO3HA anepris
C. [lepeoxonomxeHHs
D. Bci Bianosiai BipH1
E. Bci BiamoBiai HEBipHi
3 HaiGiapIn HeCIpUATIMBUM CIIOIYYEHHIM U1l porHo3y B kiiHiii CUB e:
A. YpaxeHHs wkipu, 1iM(pOBY3IiB
B. YpaxenHns neHTpasbHOT HEPBOBOI CUCTEMHU 1 HUPOK
C. YpaxeHHs mkipu ta cepus
D. YpaxeHHsI MeUiHKU Ta HUPOK
4 S$lki oOGcTexxeHHs MATBEPAXKYIOTh AiarHo3 CUB:
A. 3araipHuit aHami3 cedi
B. 3aranpuuii anani3 Kposi
C. IleuinkoBi mpoOu
D. AuTunykneapauii ¢paktop
E. IlociB kpoBi Ha CTEPUIIbHICTH
5 Ha3sBiTh 3aXBOpIOBaHHS, IPU AKUX CIIOCTEPITAIOTHCS YPAKEHHS HUPOK:
A. I'emopariunuii BacKyJiT
B. Cucremnuii uepBoHUI BOBYAK
C. BysznukoBuii nepuapTepuit
D. Bci Biamosizi BipHi

E. Bipnoi BiamoBiii Hemae



6 i J1arHOCTHKY 1epMaTOMIO3UTY HalOIbllle 3HaYeHHs MatOTh 1ab0paTopHi
MOKA3HUKHU:
A. IIIOE, neiikonnTo3
B. Pisenn AJIT, kpeatundocdokinazu
C. C-peakTuBHUI OJIOK, C1aJIOBI KUCIIOTH
7 Tlpu sskoMy 3aXBOPIOBaHHI BUSBIISETHCA JIIJIOBA €pUTEMAa HA OO0 IMYYi:
A. CUB
B. CucremHa ckiepojiepMist
C. lepmaToMio3uT
D. By3nukBuit nepiaptepiit
8 Jlo cunnpomy Tioweprka-BelicenHO6axa BKIIOUAIOTHCS:
A. Ocreou1i3 HIFThOBUX (hajiaHT, OCTEONOPO3, KATBIIUHO3
B. Cunapowm Peiino, oOmuyust «JIsUTbKH»
C. CucremHuit ckiiepos, ciHApPOM PeliHo
D. Ypaxenns cyrino0iB 3 KOHTpaKkTypaMu
E. Cyrino6oBo-M's130Bui CHHIIPOM
9 o mpemnapaTiB aMiHOXIHOJIIHOBOTO PSIY BIIHOCSATHCS:
A. Jlenari, njaakBeHLI
B. bpyden,Bonbrapen
C. JI-neHimuiaaMid
D. Mosgaitic,enedpekc
E. Jleiikepan, nuknodochan
10 Jlyis sk0oT0 3aXBOPIOBAHHS XapaKTEPHI TMepIMyHHI KPU3H:
A. CucremMHa ckiepoaepMis
B. CUB
C. epmaToMio3uT

D. I'octpa peBMaTH4HA TUXOMAHKa

Bignosiai

1.A; 2.10; 3.B; 4.]1; 5./1; 6.B; 7.C; 8.A; 9.A; 10.B



3anaui

3agaua Nel

VY BiamiaeHHs peaHiMauli Haaldluia XBopa 8 POKIB 3 CHHIPOMOM TOCTpOl
JIUXaJdbHO1 HeJlocTaTHOCTI. B anamue3i 3 3 pokiB yacti anridu, ['P3. 2 micsii Tomy
micisg BIAMOYMHKY Ha miBaHi Kpumy 3'aBuiuck 6oii y cyriobax, M'sizax,
HiABUIICHHA TeMIepaTypu Tina, HaOpsSK Biif, KiHLIBOK, M'a30Ba cnaOkicTe.llpu
oryisani: auctpodis, M's130Ba TIMOTOHIA, MapaopOiTajibHa epuTeMa, epuTeMa MIK
¢dananroBux cyriao0iB, OuIb MpU Madbdamii MPOKCUMANIbHOI TPymu M'A3iB,
THyCaBiCTh, BUTIKaHHSA 1K1 3 HOca EKCKypcist iereHs 3Ha4HO 3HMKeHa. Mexi cepus
posmupeni, Taxikapais,renaromeranis. Iligsumenns IIOE, nakrataerigporeHasu,
ayxHOi pocaraszu, KpeaTUHYpisl.

IIuranus
1.I1po sixe 3aXBOPIOBaHHS MJ1€ThCSI MOBA?

2.Sxuit pakTop CIPOBOKYBaAB AEOIOT 3aXBOPIOBAHHS?

3apauaNe2

JiBunHka 12 pokiB Hafliluia A0 JIKapHI 31 CKapraMu Ha 3HMKEHUW amneTur,
KBOJIICTh, MIJBUILEHHS TeMIiepaTypu 10 (pedpunbHux 1mudp, Oulb B cyriobdax,
«METENMK» Ha 00JIMY4i, BUPA3KU Ha CIM30BI1 00OJIOHIII pOTa.

IIuTanus
1.ITocTaBTe momepeHiii iarHo3.

2.0OcHOBHHMII MpernapaT AJis MaTOTeHETUYHOTO JIIKYBaHHS.

3amaua Ne3

VY AiBUMHKM 9 pOKIB CKapry Ha 11aHO3 KUCTEHN 1 TOMIJIOK, HAsIBHICTh CITYACTOTO
CYJIMHHOTO MaJIFOHKa Ha MepeIUIvusiX, KUCTAX, CTONAX 1 TOMIJIKax, BUPAKEHY
MEpP3JSKYBATICTh KIHIIIBOK, 3HUKEHHS X TeMIEepaTypH, 00JIi B KOJIHHUX 1
TOMUJIKOBOKYJIBIIOBHX CyTiio0ax, oOMexeHHs ix ¢pyHkuii. Ha criuni 1 uieyax -
CMYTomno1i0H1 pyOIli 1 JIJISHKHA CTOHIIEHHS mKipu. OCTaHHI TPU MICAIII
30UIbIIMIIAch Aucdaris, MepiogUIHO TypOYyIOTh 060511 B %KUBOTI. BTpaTtuia B maci 3
KT 32 pIK.



[Ipu 00'eKTMBHOMY MAOCHTIKEHHI: TIBYMHKA KOHTAaKTHA, OOIMYYA aMiMivHE.
Busnauaiotbest AUIAHKM aTpodii MIKipH, pyOueBi 3MiHH, CUHApoOM PeiliHo.
BigmiuaeTscs aediryparilis KOJIHHUX CYIJI00iB 3 OOMEXKEHHSIM iX 3THHAHHS —
pPO3THMHAHHS, XBOPOOJMBICTIO MpPU AaKTHUBHUX 1 MacUBHUX pyxax. ['oMmiikoBo-
KYJBIIIOBI  Cyrjioou 30BHI He 3MiHeHl. JlimboBy3nmu He 30ubmieHl. Cinu30BI
00OJIOHKHA YHCTi, BOJIOT1, OJ1A0-pOKeBOro KOJIhopy. IlepkyTopHUX 3MiH 3 OOKY
JIETE€HIB HE BUSBJICHO, JWXaHHS BE3UKYJsApHE. Mexi cepls He pO3IIHUPEHi, TOHU
MPUTIIYIIEH], PUTM CUHYCOBUM, KOPOTKUM CUCTOJIYHUN IITyM Ha BepxiBIli. JKuBIT
M'sikuii, 6e300icHui pu nmanenanii. [ledinka +1 cm, cenesinka He 301IbIIEHA.

HonatkoBi pocnimkenns. [lpu pentreHonoriunomy pocaipkenHi KT 3
0api€BOIO CyMINIIIIO — 3aTpUMKa KOHTpacTy B crpaBoxoji. ¥ 3AK: eputpountn
3,9 102, remornoGin - 124r/n, neiikomuru - 9*10° eosmmodiim — 2%,
naguukosaepHi — 4%, cerMmeHTosiepHi - 56, mmdonutu — 33%, Mmoot — 5%,
IOE 23 mMm/ron.

3aranbpHuM aHani3 cedi: muToMa Bara 1018, 6imok 0,099%, Eniteniii miockui. 2-
3, neiikonuTu - 6-8 mosi 30py, epurpouutd -. 3-4. [Ipu pEeHTreHOJOTIUHOMY
JOCTDKEHHI KOJIIHHUX Cyrjao0iB — jedirypamis cyrjao0iB 3a paxyHOK
MEePUAPTUKYJISIPHUX TKAHWH, CYyTJIO0OBa IIIJIMHA 1 CYrJI000B1 MOBEPXHI XPSIIIIB HE
3MIHEHI.
3axBOpPIOBaHHS PO3BUBAJIOCS MOBOJI, IPOTATOM 3 POKIB. Y MaTepi — peBMaTOIIHUN
apTpuT.

Iuranus
1.IlocTtaBTe niarHos.

2.Ha3BiTh OCHOBHMI MaTOTC€HETUYHUHN TIpenapar.

Biagnosiai Ha 3agaui
3agaua Nel
1.lepmaTOMiO3HT.

2.IHcomsmig Ha niBaH].



3agauaNe2
1.CucTteMHul YepBOHUI BOBYAK.

2.I1IpennizosnoH

3agaua Ne3
1.CuctemHa ckiiepoaepmist

2.Ilpennizonon



JOIIOMI’KHI MATEPIAJIN

LE-KJIITUHN

BAXHEUIIVME JU®OEPEHIIMPOBOYHBIE AHTUT'EHBI T-
JIMM®OLUTOB YEJIOBEKA*

CD2 oOHapykuMBaeTcs Ha Bcex 3penbix mnepudepudeckux T-nmumonurax,
NPUHUMAET y4acThe B Mpolecce HecnenupuIecKor akTUBAIUU T-KIETOK,
YTO WrpaeT BAXHYK pOJIb MPH CO3PEBAHUU KIETOK B THUMYCE, T.K.
npoiudepanuss TUMOIMTOB UHAYLUMPYETCS [0 Hadaja dSKCIpPecCUuu
cnenupUYIecKoro aHTUTEHHOTO TpoIecca

CD3 MEMOpPAHOCBSI3aHHBI ~ OEJKOBBIM  KOMIUIEKC, COCTOSIIMA W3  TIATH
TJIUKONIPOTEHHOB, CBSI3aHHBIM ¢ aHTHreHcnenuduueckum perentopom (Ti),
kommieke CD3+Ti  mpeacraBmser coboii  anTureHcnenuduueckuii  T-
KJIETOUHBIM pemnentop nepudepudeckux T-TuMQONHUTOB, CBS3BIBAHUC
aHTUTEHA, AaccoluupoBaHHOro ¢ jaerepmuHantaMmu MHC, sBusercs
crienuPpUIeCKUM CUTHAJIOM JIJIsl aKTUBaIuu 3penoit T-kimetku (mpu 3Tom CD3
y4acTBYET B Tepe/lade CUTHAIA BHYTPh KICTKH)

CD4 AQHTUTEH TJIMKOMPOTEHHOBOUN MPUPOJIBI, KOTOPHIN 3KCIPECCUPYET MPUMEPHO
Ha 2/3 nmepudepuyeckux T-nuM@ouUTOB, HA 3Tane CO3PEBAHHS B TUMYCE
IKCIIpECCUpyEeTCsl BCEMH  KJIeTKaMu, a B Xxoae JuddepeHunpoBKu
COXpaHSEeTCs TOJBKO HA CYONMOMyINSAIHH, TEPECTaBIICH HKCIPECCUPOBATH
CDS8, mpucym T-mumdoruram, (YHKIMOHAIBHO XapaKTEPU3yEeMBbIM Kak
XeNnmneppl M MHAYKTOPbI, HpH  KOHTakTe  T-mUMPOLUTOB ¢
aHTUTEHIIpe3eHTUpYyrotIel kiretkoir CD4 BeicTymaer B ponu crienuuaecKoro



MecCTa CBS3BIBaHUS eTepMHUHAHT OenkoBbx Mosiekyn MHC kmnacca Il

CD8 IKCIpeccupyeTcst  npumepHo Ha  1/3 mepudepuyeckux  T-kierok,
cospeBaromux n3 CD4+/CD8+-T-mumdornuros, cyonomymsiust CD8+-kireTok
BKITFOYAET IUTOTOKCUYECKUE U CyNMpecCOopHbie T-TuMQOIHTHI, TP KOHTAKTE
¢ kinerkoi-muieHpio CD8 BeicTymaeT B posin penentopa HemoJIUuMOPQHBIX
nerepmuHanT 6enxkoB MHC kiacca |

CD45R npucyrctByer npumepHo Ha 50% T-kmetok (skcmpeccupyercsi Takke B-
KiaeTkaMu U MoHonuTtamu), Kiaetku CD4+/CD45R upeHTHGHUIIMPOBAHBI KakK
UHAYKTOPBI CYNPECCOPOB, YTO JIa€T BO3MOKHOCTh KOCBEHHO OIpPENessTh
Takke QYHKIMOHAIBHO aKTUBHBIE MHIYKTOPHI XEIIEPOB

CD25  rnmkompoTeuH, HACHTU(HUIMPOBAHHBINA Kak HU3KoapuHHBIN peuenTop K IL-
2, coBMecTHO ¢ OenkoMm 75K o0pasyeT BricokoaddunHbI perentop IL-2,

AKCIIPECCUPYETCS Ha aKTUBUPOBAHHBIX T-muM@onmTax
* Edumenkxo M.B., 2006

AHD

Le-gnituHa

Max. [48. Cxema yTROPpEHHA BOBYAKOBO] M1 THHM:
Le poRuARoRa KAiTARA; AHD anTHHYEIcapaufl daxTop



OCHOBHI ITOJIOKEHHA
HOPMAJIBHOI EJIEKTPOKAPIIOTPAMMU Y JITEN

3arauabHi Bizomocti npo Hopmaabny EKT
Enexrpokapaiorpama (EKI') - 1ne rpadiuyne  BijmoOpakeHHs

eJIEKTpOKapAIorpadpiyHUX MPOIIECIB, 10 BIOYBAIOTHCS B MiOKap/Ii.

[lin enexkrpokapaiorpadiYHUMH  BiIBEICHHSIMU  PO3YMIIOTh  CHUCTEMY
HaKJIaJaHHs BIAMOBITHUX €JIEKTPOJIB Ha MOBEPXHI TUIa. B 3arayipHIN KIIHIYHIN
MPaKTHII 3aBX]I1M BUKOpUCTOBYIOTH 12 BinBeneHb EKI': 6 BigBeaeHb BiJl KIHIIBOK
(I, I, I — 2-x momocui tTa AVR, AVL, AVF - oanomomtocHi) 1 6 TpymaHHX
BiBeneHb (V1 — V6). Enekrpoan HakiIanawTh B CAIAYIOUMX MO3ULIAX: YEPBOHUN
— TpaBa pyKa, )KOBTUH — JIiBa pyKa, 3€JICHUH — JIiBa HOTA, YOPHUN — TIpaBa HOTa;
V1 — npaBopyy Bix rpyaunau B IV mixpebep i, V2 — nmiBopyu Bia rpyaunu B 1V
Mikpebepi, V3 — wmix enekrpomamu V2 Ta V4, V4 — no niBid
CEePEeNHBOKIIOUNYHIN JIiHIK B V Mixpedep i, V5 — mo nepenHiil akCumsipHii JiHil
Ha piBHI enekTpoja V4, V6 — no cepenHiid akCHIAPHINA JiHIT HA PIBHI €JIEKTPOIIB

V41 V5.

Enextpuuna Bick cepus (EBC) — pe3ynbTyrouuil BEKTOp Aenojspu3aiii
NUTYHOUKIB. HampsiMOK eNeKTpUYHOi OCl cepls BHMIPIOEThCS B Ipajycax KyTa
anbda.

VY 310poBUX [ITEH, B 3aJ€KHOCTI BiJ OCOOJIMBOCTEH CTaTypu, KyT aibda
komuBaetbes  Bigm 0° mo +90°. PospisHAIOTE TpM HOpPMalbHUX BapiaHTa
KOHCTHUTYL1HHO-00YMOBJICHOTO TOJIOKeHHs1 enekTpuuyHoi oci cepus (EBC: 1 —
HopMainbHe nonoxkenHs EBC — kyT ansga Big +30° mo +70°, exsidaszuuii (R = S)
xommiekc QRS B AVL; 2 — ropusonTansHe nonoxkenns EOC— kyt ambda Big 0°
10 +30°, exsiasznmii (R = S) kommnekc QRS B AVF; 3 - BepTUKalbHE TOJ0KEHHS
EBC - kyr ansda Bix +70° go +90°, exsidazumii (R = S) xommuexc QRS B 1

BI/IBEJICHHI.



Sxmo xyT ambda BUXOJE 32 paMKH HAa3BAaHUX BEJIUYHH, TO TOBOPSITH PO
BinxwieHHss EOC, Bkio4aro4u B 1€ MOHSITTS maTtojoriyauil 3Mict. [Ipu 3HaueHH1
kyTa anbga 6ineme +90° (RyS;) — Bimxunenns EBC Bopapo, Ko KyT anbda
menmte 0° (RiSy) — Bimxunenns EBC Biiso.

3yoOui, iHTEPBAJIM TA CerMEHTH HOPMAJILHOI €JIEKTPOKAPAIOTPaAMM.

3ybens P — BucxigHa yactuHa 3yOI11s BiIoOpaxkye JEMOJSpU3aIliio IPaBOTro
nepeaceps, crnaana — JiBoro. B Hopwmi Bucota 3y61s P konuBaetses Bin 0,25 Mm
1o 2,5 MM, a mmpuHa He niepesutrye 0,10 c.

HasiBHICTh MO3UTUBHOTO Ta OAHAKOBOTO 3a (popMoro 3yOus P nepen koxxHuM
komiuiekcoM QRS B Il BinBenenHi Ta Big emHoro B AVR € rosoBHUM KpuTepieM
HOPMAJIbHOTO CHHYCOBOT'O PUTMY.

InTepBan PQ BiJIOOpaxkye nepeacepAHO-ILTYHOUKOBY, abo
aTpioBeHTpUKyJIApHY (AB) mposianicTk. lle BifacTanp Big mouatky 3y6us P mo
noyatky 3yous Q (R). B Hopwmi TpuBamicth iHTepBany PQ B 3aiexHOCTI Bix
YacTOTH CEPLIEBUX CKOPOYEHb CKiIajae y aitedt qomkiisHoro Biky 0,08 — 0,18 c., a
y gited mkieHOTO BiKYy — 0,12 — 0,20 c. IlomoBxkenns PQ Bkasye Ha
ynoBUTbHEHHSI AB — IpoOBITHOCTI, @ CKOPOUYEHHS - HAa CHUHAPOM IEpPEea4yacHOTro
30ymxeHHs: 1nutyHoukiB (Bombda-Ilapkincona-Yaitta (WPW) ta Krnepka-Jlesi-
Kpicrecko (CLC).

3y6enp Q BimoOpaxkye 30y/KeHHs Teperopojiku. B HopMi BenmnuuHa 3y011s
Q ne mnoBuHHa mnepeBumnyBatu 25% (B Il BigBemenni — 50%) amrmnityau
CJIIIYI0YOro 3a HUM 3yOus R, a mupuHa He noBuHHa nepesuurysatu 0,03c.

Kommekc QRS BimoOpaxye BHYTPIIIHbOIUTYHOYKOBY MPOBIJIHICTH Ta
OB SI3aHMI 3 JCTIONApU3aIli€ro NUTyHOUKiB. HopmanbHa mmprHa komiuiekey QRS
ckiagae 0,06 — 0,10 c. Heznauna 3a3yOpeHicTh ab0 posmiernyieHHs 3yomiB R ta S
0e3 30uIbIIeHHs TpuBajocTi QRS He Mae MaTONIOrTYHOTO 3HAYCHHS.

Cerment ST — BigmoBigae mepiody, KOJIU JCMOJSPHU3allis MIIYHOUKIB BXKE
3aKIHYMJIaCh, a peMojspu3allisa Ie He IModYaliach 1 3aluCyeThCs HaA PIBHI

130€JICKTPUYHOI JIiHIi. Y BiIBEACHHSIX Bij KIHIIIBOK MPUITYCKAETHCS BiaxuiaeHHS ST



HUKYE 130JTiHIT (Ienpecis abo nesiarisi) He Oubin, HiX Ha 0,5 MM Ta BiAXUJICHHS
Buile cermeHTy ST Bij 1301HIi (eneBaris) He OUTBII, HIX Ha 1 MM.

3ybenr T xapakTepusye SKICHY CTOPOHY pemnoJispusaliiii Miokapja
nutyHoukiB. 3y0ens T B HOopMi ckiagae 1/3 — %2 Bucotu 3yOus R. B Hopwmi y piteit
JOIIKIJIBHOTO Ta CEPETHbOr0 IIKUIBHOTO BiKy 3yOenb T Moxke OyTH BiJl €MHUN Y
BlABeneHHAX V1 — Va.

IntepBan QT — enexTpuyHa CUCTOJNIA HUTYHOUYKIB, BUMIPIOETHCS BiJl MOYATKY
3youss Q no 3akimyenHs 3yons T. dakrtuuna TpuBanicth iHTepBany QT
31CTaBIISETHCS 3 HOPMOIO JIJISl JAHOTO PUTMY.

OcHoBHi etanu anauizy EKT
1. Cranpmaprtuzaiiis 3amnmcy; BIEBHUTHCH, 10 KamibpoBka 1 MB = 10 MM 1

IIBUIKICTH 3aITUCY HE MOPYIIIEHA.

2. Bumipstu tpuBainicth iHTepBaiiB PQ, RR, QT, kommiekcy QRS, 3y61iB P,

Q, T, B II cranmapTHOMY BiJBEJCHHI, BPAaXOBYIOUH, IO MPH MIBUIKOCTI

3anucy 50 mm/c 1 mm nopiBaioe 0,02 c.

3. BupaxyBatu wyacroty cepueBux ckopodeHb (UCC) B 3anexHOCTI BiA
tpuBainocti iHTepBary RR (UCC = 60/RR) Ta oniHuTH CepIieBUil PUTM.
4. Buznauutu nonoxkeHHs EBC Tta ombraxk EKI' (B HOpMiI cymMa aMILTITY[

3yous R B I, 11, III BinBeneHHsx He MeHIe 15 mm).

5. Jlatu AKICHY XapaKTepUCTHKY 3yOIlsiM, iHTepBaiaM Ta komruiekcam EKT.
6. OdopmMutu 3aKJIFOYEHHS B TaKii MOCIIIOBHOCTI:
% pUTM —
» nojioxxkeHHss EBC - ;
% BOJIBTAX - ;
¢ MOpPYIICHHS MPOBIAHOCTI - ;
¢ rineprpodist MioKapay - ;

¢ 3MiHU (pa3u penosspu3aiii.



JlogaTok 2

Hopmanbni IXOKI nokazHuku 310poBHX aiTeil

ILinoma
nosepxui | IIHI, | KJAP, | T3CJIII JIII, Ao, MM AK, JIA,
Tiz1a, M2 MM MM Ta MM CHCT.pO3X, | MM
(S=4m+7) TMIIII MM
m +90 MM
<05 3-13 |13-32 4-95 7-24 7-15 5-10
06-10 | 4-18 | 24-42 57 18-28 | 14-2 9-16 9-13
11-15 | 7-17 | 33-47 7-8 20-30 | 17-27 13-19
>15 8-28 | 42-56 8§-11 21-39 | 20-39 15-26
Tabmums 5
HopMasibHi 3HaUeHHS IBUIKOCTI KPOBOTOKY
HIBUAKICTH KPOBOTOUY 3HayeHHs
Mitpanpauii knanad (MKk) 0,8-1,3m/c
Tproxcrynkosuii kinanas (TkK) 0,5-0,8 m/c
Kinanan nerenesoi aptepii (KinJla) 0,7-1,1m/c
Ha aopTi 1,2-1,8 m/c
Buroky 13 niBoro nuryHouYKa 0,7-1,2wm/c
Hiacrouaiyna ¢gyHKIifA JIBOro NUTYHOYKA
E/A 1,0-15
DecTime 199 +32 mc
IVRT 70 - 100 mc
CucrosivyHa pyHKIis JiBOro MIJIYHOUYKA
SV 40 — 123 Mo
®B 58 — 89%
FS 30%




Tadauus 6
Tadauus 11 OWiHKY apTePiajibHOT0 THUCKY Y XJIONMYMKIB

Tuck
Bix (MMm.pT.CT.)

E (poxn) CucromvHuii J1aCTOJIIYHHHI

3 90 97 3 90 97
= 8-10 74 110 114 32 64 69
é 11-13 76 111 114 34 67 72
.§ 14-15 82 111 116 34 68 73
o
-§ 16-18 90 117 124 37 73 78
= 8-10 76 111 118 35 65 71
S
E 11-13 80 112 120 35 68 71
I% 14-15 87 121 130 35 68 80
é 16-18 98 139 154 38 80 85
= 8-10 76 115 124 36 72 78
é 11-13 84 121 132 36 73 80
§ 14-15 96 126 136 36 74 80
5 16-18 98 139 154 38 80 85




Taoanusa 7
Tadauus nist OWiHKY apTePiajibHOI0 TUCKY Y AiBYATOK

Tuck
Bik (MM.pT.CT.)

E (pokH) CHUCTOJIIYHHUI I1acTOJIIYHUI
3 90 97 3 90 97
8-9 75 109 115 34 63 70
)E 10-11 75 111 119 34 67 70
§ 12-13 82 114 124 34 67 70
é; 14-15 85 120 128 36 67 70
= 16-18 85 122 128 37 77 84
8-9 76 112 120 34 65 70
E 10-11 76 115 120 34 67 7
‘E 12-13 84 121 128 36 71 78
g 14-15 86 124 130 44 75 80
= 16-18 86 124 130 46 78 84
8-9 76 115 122 34 65 71
JE 10-11 82 118 126 38 71 76
§ 12-13 85 123 128 38 72 80
é; 14-15 90 126 132 46 78 82
§ 16-18 90 129 136 48 82 87




Taoaunga 8

Hopmu 0ioxXiMiyHMX MOKA3HUKIB KPOBI i cevi y aiTel

3aranbpHui 0110K 1 61IKOBI (Ppakiiii B CHPOBATII KPOBI:

Bix 3araneHuil | AnbOyMiHH I'moGyninu (%)

01710K al a2 B Y
HoBonapomx 47-65 49-71 2-5 5-11 5-13 13-25
1 wmic. 47-59 50-70 3-6 6-12 4-14 10-22

2 wmic. 47-79 56-76 3-8 7-13 5-15 5-11

6 Mmic. 54-68 53-73 3-6 8-14 7-17 6-12

12 mic. 57-78 50-70 3-8 9-15 8-18 7-13
1-4 poxn 59-79 54-75 3-6 7-14 8-17 8-20
5-14 pokiB 62-82 57-70 3-6 7-14 8-17 8-20

TumonoBa npoba —
AxtuBHicth ACT —
AxtuHicts AJIT -
I'mroko3a KpoBi :

y miteut 1o 1 Micsis —

y Aiteit 1-0oro poky ®HUTTS —

y IiTeH MKUTHHOTO BIKY -
Anbda aminaza B cMpoBarii -
Jlyxxna docdaraza —
Cipomykoinu —
C-peakTuBHUHN O1IOK —

0,2-4 OJI.
0,12-0,45MMoab/1
0,1-0,68 MMoIB/TT

1,6 — 4,0 MmMmoub/1
2,8 — 4,4 mmonb/1
3,9 — 5,6 MMoaB/1T
16-30 r/n

1,2-6,3 OJI.
0,13-0,29 OJI.

HE BU3HAYAETHCS

JliarHOCTUKYM peBMaToiHOTO (haKTOPy — BIACYTHICTh peaKilii

XoJecTepuH:
y miteit no 1 micsis —
y aited 1-oro poxy >KHTTS —
y JiTel MIKUIBHOTO BIKY -
3arajapHil JiHigu:

Y HOBOHAPO/PKEHUX —

y nitei crapiie 1 micsis —

y IiTel MKUIBHOTO BIKY -
Tpurninepuy:

y mitedt 1o 1 micsus —

y nitei crapiie 1 micsis —
CevoBuHa B CUPOBATIIi KPOBI:
y mitei crapie 1 poky —

y IiTel MKUIBHOTO BIKY -
Kpearunin B cupoBariii —
Binipy6in B cupoBariii KpoBi —
Kanp1iit B cupoBariii Kposi :

Yy HEJIOHOIIICHUX —

Y HOBOHAPO/DKEHHX —

y nmitedt crapiie 1 micsis —
MarHiii B cupoBarTIii KpoBi:

Yy HOBOHAPOIXKEHUX -
y IiTeH MKUTHHOTO BIKY -

1,3-3,01/n
1,8-491/n
3,7-4,5 /n

1,7-4,51/n
2,4-70r1/n
45-7,0r1/n
0,2-0,8 /1
0,4-0,8 /1

3,3 = 5,6 MMoIB/1T
4,3 — 6,8 MMOJIB/IT
53,0-106,0 MKMOJIB/I
8,0-20,0 MKMOJIB/T

1,2-2,55 MMOIIB/T
2,25-2,55 MMOJIB/T
2,25-3.0 Mmmonbs/n

0,65 - 0,95 MMoune/1
0,78-0,99 mMonn/n




Taomung 9

KonnenTpartis 011ipy0iHy B CUPOBOTII KPOBI JIOHOIIIEHUX HOBOHAPOKEHHX *

Bix binipy6iH MKMOJIB/71
3arajabpHUN 3B’s13aHUN BinpHuit
(mpsiMmin) (He3B’s13aHUN)
HoBonapomxenuit 23,1-51,0 8,7 14,4
1-i1 1eHb KUTTSA 30,0-171,0 10,0-55,0 20,0-120,0
2- neHb KUTTS 54,2-256,5 8,7-85,0 455
3-1 1eHb KUTTS 90,1-307,8 7,9-102,1 82,3
7- neHb KUTTS 69,1-300,0 8,7-100,0 63,3
Imic. 8,55-60,0 2,14-15,0 6,41-45,0

* - y HEJJOHOILICHHX JiTel BepXHE (KPUTHUHE) 3HAYCHHSI HOPMHU OUTipyOiHY 3HHMKYETHCS

MIPOTIOPIIIAHO X HU3BKIKM Maci

XJ10p B CHpOBATIII KPOB1 —
B JIIKBOPI -
®docdop B cupoBaTIli KpOBI :
y JiTeH -
y JOPOCIIUX -
®ocdop B 1000Bi# ceui -
CBuHeNb -
3ai30 B CUPOBATIIi KPOBI:
y HOBOHAPO/KCHHUX —

100-108 mmob/1
140-130 MmmoJIB/11

1,29-2,26 MMOIIB/1
0,64-1,29 MMonb/I
0,6-1,2 r/no0y

2,4 MKMOJIB/J

9,0- 26,9 MKMOJIB/

JKIHKH - 10,7-21,5 MKMOIB/1I
YOJIOBIKH - 13,4-24,4 MkMOIB/NT
3aranpHa 3aJ11303B’13yr04a
3IaTHICTB - 44,8 — 73,4 MKMOJIB/TT
I'emaToxpur:
KIHKH - 36 —46%
YOJIOBIKH - 38 —48%
Tabmums 10
[Toxa3HUKM €PUTPOIMTIB Y AITEH PI3HOTO BIKY:
Bik Hani 'emaroxput,% | Cepenniit 00'em ['emorno0in
reMOTJI001HY, I/ eputpouury, f/1* EpUTPOIIHTY,
nr/Kn*
Hosonapomxeni 145 - 185 45 - 56 95 -108 31-34
1 mic. 100 — 140 31-43 85-104 28 — 34
2 wmic. 90 - 115 28 - 35 77 —-96 26 — 30
3 — 6 mic. 95 -115 29 -35 74 -91 25-30
6Mic. — 2 pOKH 110-120 33-36 70-78 23 - 27
2 — 6 pOKiB 115-125 34 -37 75-81 24 - 27
6 — 12 pokiB 115-135 35-40 77 - 86 25-29

* - pemromitpu 1n/10%
* - mikorpamiB y kmitusi, 1/10%2




Tabmuus 11

[Toka3HUKY JEHKOLMTIB y AITEH PI3HOTO BIKY:

Bix Perukyno | Jleiikouu- | Helitpo- Jlimdo- Eo3uno | Mononury,
Ty, % TH, MM3 ¢binm, LIUTH, bimm, %
% % %
2 THK. 1,0 12,000 40 48 3 9
(5-21,000)
3 wmic. 1,0 12,000 30 63 2 5
(6-18,000)
6 mic.- 1,0 10,000 45 48 2 5
6 pokiB (6-15,000)
7-12 1,0 8,000 55 38 2 5
POKiB (4,500-
13,500)

[IBUAKICTH OCITaHHS EPUTPOITUTIB:

HOBOHAPOJIKEHI - 1 -3 mm/Tox.

KIHKH - 1 - 20 mm/rog.

YOJIOBIKH - 1-13 mm/ron.
TpoM6oIHUTH - 150 — 350x10%x

OcMoTHYHA PE3UCTEHTHICTh

CpUTPOIIHTIB:
nigsueHa mpu koxi. NaCl > 0,5%
sumkena npu kouni.  NaCl <0,3%

Minp B cupoBaTIli KpOBI:
YOJIOBIKH - 11,0-22,0 MmxMoJIB/1
JKIHKH - 13,4-24,4 MKMOIB/1T

bikapO6oHnatu cTaHIapTHOT 1 MUIBHOT KPOBI:

1-12 wmic. 18,5-25,0 MMouIB/IT
1-2 poku 18,5-24,0 MMoIIb/n
3-6 pokiB 20,5-26,0 mmonb/1
7-14 pokiB 20,0-26,0 MmMoOaB/1
Koarynorpama:
¢16puHOII3 Ha aKTUBHICTB - 2-4 rop.
IpOTPOMOiH - 60-140 %
¢biOpuHOTEH - 4,0 — 10,0 MKMOITB/NT

¢bi6puHoTeH B - BIJICYTHIH



yac KpOBOTEHi - 180 - 570 cex.

daxrop XIII (pidpunaza) - 90-150 cex.
ImyHOTrNIOOYTiHY:

IgA 6,39 — 13,49 r/n

IgM 0,7-3,121/n

[o[€] 0,86 -3,52 r/n
CeuoBuHa B 1000BIH ceul — 3,33-8,33 MMmouB/1
Kpearunin B 1000Bi# ceui — 4,42-17,6 MMOaB/1T
XBWIMHHHH 1ype3 — 0,7-1,4 mn/xs.

Kny6oukoBa ¢inmbTpariis 3a engoreHHuM KpeatuHinom — 80-120 mi1/xB.

KanansiipoBa peadbcopOris — 97-99%

Kansmiii B 100OBili ceul — 2,5-7,5 MMOnb/neHb
Marsiii B 1000Bili ceul — 5-15 mmone/n
Xnop B 1000Biii cedi - 170-210 mmonb/n
Anbda aminaza B ceui — 28-160 O/.

Oco0a1BOCTI HOPMAIBHOI LIEPEOPO-CIMHATBLHOT PIIUHH Y JITEeH

[Noka3Huk HoBonapomxkeni Crapmri gitu
Komnip KCaHTOXPOMHHUI 6e30apBHMIA
Tuck 50-60MM BoO.CT. 50-150Mm Boz.CT.
[uto3 <20y MKI <10y Mxn
Bun xmitun M., HEUTp. nimao.
Binok 0,35-0,5r/n 0,16-0,25r/n
L{yxop 80-100% (Bix BMicTy B ma3mi | 50- 60%(Bix BMICTY B I1a3Mi
KpOBI) KpPOBi)




Ananiz kposi na LE-knimunu

Amnani3 kpoBi Ha LE-kniTunu (Mapkepu 4epBOHOIO BOBYAKa) 3aCHOBAHUHN Ha
BUSBIICHHI CHICHU(PIYHUX IS [ILOTO ayTOIMyHHOT'O Ta IMyHOKOMILIEKCHOTO
3axBOproBaHHs BoBUakoBUX LE-kmiTH. Mop(don0oriuHo BoHU € HEUTPOPLIbHUM
JEHKOIMTOM a00 MOHOIIUTOM, YCEPEIHHI KOTO 3HaXOUThCS MOTJIMHEHE SAPO
KJIITHH 3 yIIKOkeHoto (aenomimepusobaHoro) JIHK. PyitnyBanns JIHK BrnacHux
KJIITUH OpraHi3My BiIOyBa€ThCs y pe3yJIbTaTl 3'€IHaHHS 3 aHTUHYKJIEAPHUM
(hakTOpOoM, SIKUI YTBOPUBCS 3 HAJAIITOBAHUX Ha ayToarpecito B-kimiTuH iMyHHOT
CUCTEMH MOIIKOJKYIOUUM O1JIKOM-IMYHOTJIOOYJIIHOM, 1 pyHHIBHUM OLJIKOM
CUCTEMHU KOMILJIEMEHTY. Y TBOPEHUIN IMyHHUI KOMIUIEKC € CeU(pIYHOI0
O3HAKOI0 CEPHO3HOTO ayTOIMYHHOTO 3aXBOPIOBAHHS - CHCTEMHOTO YEPBOHOTO
BoBuaka. [Ipu ipomy LE-kmiTHHY BUSIBISIIOTBCS HE TUTBKH B KPOBI, aJie 1 y BCIX
OUIKOBUX €KCyJlaTax: y cedl, B MyHKTaTl KICTKOBOTO MO3KY BXE Ha CaMHUX PaHHIX
CTazlisX i IpM 3aTOCTPeHHi XBOPoOH. IX KibKicTh Ge3Mm0cepeHb0 KOPEIIOE 3i
CTYTIEHEM Ba)KKOCTI MaTOJIOTIYHOTO MPOIIECY, MPU SKOMY BOBYAKOB1 IMYHHI
KOMILJIEKCH BPa)KatOTh KPOBOHOCH1 CYJIMHU MPAKTUYHO BCIX OPTaHiB, Y TOMY
YUCJIl HUPOK, CEPIIs, MIKIPH.

IMoxka3zaHuda 10 T0CTIKeHHSA

- [lino3pa na BKB, peBmMaToinHMil apTpUT, CKIEPOAECPMIsL, TIKAPCHKUI
BOBYAKOIOAIOHUI CHHIPOM Ta 1HIII 3aXBOPIOBAHHS,

- J17151 KOHTPOJIIO AKTUBHOCTI MEPEOIry NaTOJIOTTYHOIO MTPOLIECY.
ITiaroTroBKa 10 AOCHIIKEHHSA

CrerianpHOI MTONepeHbOI MIITOTOBKH MaIli€eHTa He MTOTPIOHO, ajle 6a)kaHo
nepie 0OCTEKEHHSI BUKOHATH JI0 MTOYATKY JIIKYBaHHs. 3a0ip MaTepiary
3M1MCHIOIOTH Y PAaHKOBI TOJMHU HaTIeceplie (0epeTbcsi KPOB 3 BEHH ).

MarepiaJ ajs 10CTiIKeHHSI

IIna3zma - 10 M
YMmoBu 30epiranss - 1 geas npu temmepatypi 2-8 ° C.

3alip martepiany 3A1HCHIOETHCS B INTACTUKOBY MPOOIpKy 3 nutpatoM. [Ipobipky
HEOOX11HO HATIOBHUTH KPOB'IO 10 MITKH, HETAlTHO MEPEMIIIATH 1 TOMICTUTH B
pedpmwxeparopHy HeHTpUYTY 1 BIAOKPEMUTH IJIa3MYy.

Meton Bu3zHaueHHs LE-kiaiTun:

Merton [inkxoma-Konmni B Mogudikaiii O.H. HoBocbosoBoi.



IlepeBaru Ta Hex0JIKH
Henoniku ananizy kposi Ha LE-kniTHHHA:

Henomniku nanoro Tecty (BiAHOCHO HU3bKA YYTJIMBICTH 11010 BUsBiIeHHS AHA 1
CKJIQJIHICTh TPAKTyBaHHS PE3yJbTaTiB) CTAJIU MPUUYNHOIO HOTO BUTICHEHHS
MeTojaMu uryopeciieHTHOro Bu3HaueHHss AHA.

HopMmanbHi Ta maTos10rivHi NOKa3HUKHU
LE-xniTHHY HE BUSBIEHI.
SIKi maToJioriuHi NOKa3HUKHU J0CTiKEeHHS.

[TintBepmxye aiarno3 BKB BusiBnennst LE-KIITHH B KIJTBKOCTI 5 1 O17Ib1IIE HA
1000 nerKonuTIB.

HeraTuBHuii pe3ynbTaT TOCHII)KEHHS HE BUKITIOYA€ MOXKIIUBICTH JAHOTO
3axBoproBaHHs. LE-KIIITUHY BUSBIISIOTH Y paHHIM Mepioj] XBOPOOHU, a TAKOXK MpHU
BUPAXEHOMY He(PPOTUUHOMY CUHAPOMI Ta BTPATi 3 CEUYEIO BETUKOI KIIBKOCTI
Oinka. BoBuakoBuii hakTop MOKe MICTUTHCS B TyHKTATI YePBOHOTO KICTKOBOTO
MO3KY, B OIJTKOBUX piJIMHAX (EKCYAaTH, O1JI0K Cedl MPU ypaKEHHSIX HUPOK).
Yacrora BusiBieHHs: LE-KIIITUH y XBOpUX HA TOCTPUM CUCTEMHHUM YepBOHUI
BOBUYaK KoJuBaeThes B 40 10 95%. Y XBOpHUX HA CUCTEMHUM YEPBOHUM BOBYAK
MOYHa BUSIBUTH, MO-TIEpIIIE, BOBYAKOBI KIIITUHU, MO-JIpYyTre, BUIbHY siIEpHA
pEeUOBUHY (T€MAaTOKCUIIIHOBI TUTBIIA, TUIbLA XaprpeiBca) i, MO-TPETE, «PO3ETKU
- CKYITYE€HHS HEUTPO(diIiB HABKOJIO BOBYAKOBUX KIITHH. Haituacrime BiBuakosi
KJIITHHA 3HAXOSTh TIPH 3arOCTPEHHI 3axBoproBaHHs. [losBa iX y BenuKin
KUTBKOCTI - MPOTHOCTUYHO HECTIPUATINBA O3HaKa. [Ipu mominiieHHi cTany
XBOPOTO B MPOIIECi HOTO JIIKyBaHHA KUIbKICTh LE-KTITHH 3MeHITyeThCs, a 1HOI1
BOHU 30BCIM 3HUKAIOTh.

3axBOpIOBaHHS, AKi BUSIBJISIOTHCS 32 J0NMOMOI0I0 aHAJI3y KpoBi Ha LE-
KJIITHHHA

- 1 BKB,
- Pesmaroinauit aprpur,

- AKTUBHUH T'€IIaTUT,



- Cxneponepmisi,

- JlikapchbKkuii BOBUaKOTIOAIOHUN CHHIPOM,

A Takox LE-K1iTHHY MOXYTh OYTH BUSIBJICH] IIPU TAaKUX 3aXBOPIOBAHHSX:
- By3nukoBuii nepiaprepiir,

- TpombonuToneHiyHa mypiypa,

- 'eMojriTHYHA aHeMid,

- ['octpuit neinkos,

- [lepHimio3Ha aHemis,

- MiniapHuit TyO0epKyIIbO3,

- Eputpoaepmii,

- [Imazmormroma.
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