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[lonmascbKul 0epxxasHUlU MeOuYHUU yHisepcumem
Kagbedpa nediampii Ne2

nekyisa ons nikapis-iHmepHis Il p.H.
Ha memy:
Jli3ocoMHi xeopobu Hakonu4YeHHs1. BudHa4eHHsl,
Knacudpikauyisi, OiacHocmu4Hi Kpumepii ma cy4YacHi
MO)Ksiueocmi meparntil.



lnaH nekyir

[loHAMMAa ma 8U3HAYeHHA 1i30COMHUX X80PObH HAKOMUYEHHH.
Knacugikauia nizocomHux xeopob HaKoONnu4YeHHA
Tunosi KniHiYHIi Npofsu, XapakmepHi 0718 0aHOI namosoaii.

JlesKi cnadkosi nopyweHHA obmiHy ninidis (enikosinioo3u). Xeopoba lowe:

XapaKmepHi hopMu 3aX80pPHOBAHHA, Kpumepii 0ia2HOCMUKU, CYYaCHi
MOoMcIu8oCMi meparnii.

Mykononicaxapudo3u : 0ia2HOCMUuyYHi Kpumepii, Memoou 0ia2HOCMuKuU
ma siKy8aHHH.



e Jli3ocomanbHi X80pobu HaAKOMUYEHHA —
3020/16HA HA384 CrIAOKOBUX 30XB0PHOBAHS,
M08'A3AGHUX i3 MOPYyWeHHAM YHKUIi 1i30CoM,
BHYMPIWHLOKAIMUHHUX Op2aHer, AKi
30iliCHIOIOM®b nepempassieHHA eK302eHH020
mamepiasny abo 8i0npaybo8aAHUX OP2AHEr
KAiMUHU 3a 00romMmo20t0 ghepmeHmis.

Bidomi 6inbuwe 40 nizocomHux 3axeoprosaHb (JIX). Yacmoma namonoeii 1:5000.
LjopiyHo e CLUA Hapodxxyembcsi 6r1usbko 200000 dimeu 3 JIX. B YkpaiHi yacmoma
uiei namousio2ii Hegiooma, w0 Nos8’ss3aHoO 3 HedoJlikamu 8 OiacHOCMUUi ma HU3bKOIO

O3HalUoMJIeHicmIo Jlikapie 3 Uiero 2pyrnoro 3axXxe0pro8aHb.



Knacugbikauis
MykKoriornicaxapuoosu (cuHopomu: ['ypniepa, Llleue, NaHmepa,
CaH®ininno, Mopkio, Mop omo-Jlami, Crias)
cebiamoninioo3u (cuHopomu: Tesi-Cakca, HimaHa-llika, Kpabe,
®apbepa, LlLiHonepa, GM 1, GM 2, Mmemaxpomamu4Ha
nietukoducmpoagbis)
MyKonninioo3u (anikorpomeiHo3u xeopoba BornbmaHa, uepoioHuUU
JinogbycyuHo3, Mykorninioosu 1-3 murie)

/1i30COMHIi x80p0buU XapaKkmepu3yromoscsa HACMYNHUMU O3HAKAMU:
-CYrpPOBOOMCYIOMbCA HAKOMUYEHHAM MUX YU iHWUX CriosayK
-HAKOMu4y8aHi CriosyKu 3a8X0U /I0KAAMI3YIOMbCA 8 /1i30COMaX
-CrosyKU MOXymb Bymu 20MO2eHHi ma 2emepo2eHHi
-f1uwe rno oOHomMy pakmopy




3anioo3pumu namoso2ito MOXCHA HA OCHOBI KNIHIKU: 0115
X80PUX XAPAKMepPHA 308HIWHICMb 3 2pybumu pucamu
061U4YSA, HAABHI Pi3Hi HEBPO02IYHI MOPYWEHHSA, CKENEeMHi
aHomail, NAmMorso2ia 30py ma cayxy, pI3Hi cmyneHi
pO3yMo80oi siocmasiocmi.

MaHichecmauyia 3axeopro8aHHA MOX(e crrocmepi2aamucs
8i0 nepio0y HOBOHAPOOHEHOCMI 00 3PifI020 BiKY.

Lna euaeneHHa sukopucmosyrome bioXimiyHYy
diaeHoCMuKy (8uaesneHHA crieyugiyHUx memabosnimis y
MKAHUHAX, HArpuKaao 2s1iKo3amiHO2/1iKaHi8),
3HAXO00XEHHA 2eHEMUYHUX 0egheKmis y netiKoyumax ma
ibpobaacmax WKipu x80poe2o.

Ansa npeHamasabHOI 0ia2HOCMUKU 8UKOPUCMOBYHOMb
Ky/bmypy KAimuH aMHIOMUYHOI piOUHU, AKY 00epXyomsb
rnpu amHioyeHmesi.



Xeopoba ®abpi

Xeopoba ®abpi (XP) — ye X-34enneHa ni30comMHa xeopoba HAKOMU4YeHHSH,
crnpuvyuHeHa mymayiamu e 2eHi GLA, wjo npu3eo0ame 00 He00CMAMHbLOI
aKMuUBHOCMI a-2a/1aKMo3uda3u A, HOKONUYeHHA 2aiKkocgiHzoniniois y
N1i30COMaX KAIMUH Pi3HUX MKAHUH ma Op2aHie, KPOBOHOCHUX CYOUHAX ma
MJE pi3Hi cucmemHi nposaeu.Take HAOKONUYEeHHA nNpu3eooums 00
nopyweHHA HOPMAanbHO20 (PYHKYIOHYBAHHA Op2aHié ma MKAHUH.

Mymauyii AHK, AKi € npuMuHOO0 BUHUKHEHHHA
30X80PHOBAHHSA YCNAOKOBYHOMbCA 30 peyecusHUMU X-34ernsneHum murom.
Xeopoba ypaxcae 2cemizu2omHux 4onosikie (mobmo, ycix yonoegikis), a
MAKOM 20MO3U20MHUX i, 8 6a2ambox sUNAOKAX 2emepo3U20MHUX, HCiHOK.
Y moii yac aK y 4onoesikie 3a3euyali nposaenaomsca ceplio3Hi cumnmomu,
014 HCIHOK XapakmepHa eapiayisa nepebiay 3ax80pr0BAHHS, BOHO MOX(e

6ymu 6e3cumnmomHum abo npu3eolumu 00 NMoABU BAMXCKUX CUMITMOMIB.

CohiHzoniniou — ye cknaodHi niniou, ymeopeHi Ha 0CHOBi 080XAMOMHO020
HeHacu4yeH020 amiHocnupmy chiH203UHYy Ma 8UWUX HCUPHUX KUcs0m.
Lji ninidu eukoHytome cmpykmypHy (pyHKYito - 8X002mb 00 CKAA0y KAiMUHHUX MeMOpPaH,
68 OCHOBHOMY Hepeoe8oi cucmemu.
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KniniyHi nposieu Xeopobu dabpi

binob

Binb y ecbomy mini abo nokanizoeaHrulii 6inb y KiHyiekax (8idomuli ak
akponapecmesis) ab6o wayHKOBO-KUWKOBOMY MPAKMI € XApAKMepHUM
Asuwem 014 nayieHmis 3 xeopoboro Pabpi. Beaxaemscsa, wo
akponapecmesia npu 3aXeo0pro6aHHI N0B'A3AHA 3 MOWKOOMEHHAM
nepugepuvyHUX HepB8oB8UX B80/I0KOH, AIKi nepedarome 6inb. binb y
WYHKOBO-KUWKOBOMY mMpPAaKmi, limogipHo, 3ymoeneHuli HaKonu4eHHAM
ninidie y manux lio2o cyOuHax, w0 8 ceoo Yepay, 3a8aHA€E KPOBOMNAUHY
(iwemis Kuwok), suknukaro4u 6ine.

MMamoanozia HUPOK

Hupkoea HedocmamHicme (ypemisi) moxce nozipwyesamuce 3 Yacom.
Mpomeinypisa (Aka moxce sUKAUKamu niHUCMicmeo ce4i) yacmo € nepuwioto
O3HAKOI0 ypaxceHHA HUPOK. KiHyeea cmadis HUpKo8oi HedocmamHocmi y

YyosnoeiKise, K npasuno, Hacmae y 30-40 piyHomy 8iyi, i € Yacmotro
NPpUYuUHoOIO cMmepmi.

Mposeu 3 60Ky cucmemu Kposoobizy

Cepuyeegi ycknadHeHHA BUHUKAIOMb Mpu HAKOMU4YeHHiI 2niKoninidie y KnimuHax
cepya. Yacmo y xeopux cnocmepizaemeoca 2inepmoHis (6ucokuli Kpoe'aHuli
muck) i mema6oniyHi 3miHu (Kapdiomionamis).

YpaxceHHs oyeli

Mpu 3ax80prOBAHHI XAPAKMeEPHUMU MAKOM € ypaxeHHA o4eli, a came
MOMYMHIHHA pocieKu (makox eidome AK Kepamonamis).




AdiaecHocmuka ma mepania Xeopobu Pabpi

* Xeopoba ®abpi diazHocmyembca 6 momy 8unaoky, AKWO NpUcymHimu €
NPUMAMAaHHI iti CUMNMOMU, @ MAKOX NicAA AHAANI3y Kpoei 3 00MNOMO2010 AKO20
8U3HAYAIOMb piseHb AKMUBHOCMI anbgha-2a1aKMo3uodasu.

*  XpomocomHul aHani3 2eHy GLA € Halibinbw moYyHUM memooom dia2HOCMUKU,
y 38°A3Ky I3 MoXcaugicmio eusHayeHHa 6azamoox mymayili, AKi BUKAUKAIOMb
30X80PIOBAHHA.

* Hupkosa bioncia Moe maKoX« eKazamu Ha HaseHicmb xeopobu Pabpi, Akwo
npu obcmexceHHi byde sU3HaAYeHO HAOMipHe HaOKonu4YeHHA niniois.

4o 2000-20 poky, nikyeaHHsa xeopobu ®abpi 6yno cnpamoeaHe Ha NOOOAAHHA
CUMNMOMIB, AKi BUHUKAIOMb Mio 4Yac npoz2pecyeaHHs 3aX680PHOBAHHS.

Y 2001 poyi no4yanu 3acmocosysamucb HanNnpAMKU chepmeHmMHO3aMIiCHOI
mepanii @3T): anvga 2anakmo3uda3sa (Pennazan (Replagal), supobHuymeo
Shire) i 6ema eanakmo3uda3sa (Pabpasum (Fabrazyme), supobHuymeo
Genzyme).

JliKy8aHHA waaxom 3amiHu 0egpiyumHo20 pepmeHmy 30iliICHIOEMbCA 3a80AKU
iH’ekyiam KoxcHi 08a muxcHi (3acmocosyemoca Halivacmiwe).

Binb npu xeopobi ®abpi mex emamosyemocs 3a805Ku P3T, npome cxemu niKy8aHHA
6071608020 CUHOPOMY MOXCYMb MAKOXC BKAOYAMU 30CMOCYBAHHA AHAMb2EeMUKIi8, MPoMucy0OMHUX,
i HecmepoiOHUX Npomu3ananbHUX Npenapamie.
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Xeopoba lowe

e Xeopoba lowe (Bl) - Halibinbw yacma ¢hopma cnadKosux
cdepmermonamil, 06'eOHaHuUx e 2pyny ni30coMmHUX x80pob
HAKOMu4YeHHs, 8 OCHOBI AKOI nextums 0egheKm 2€eHy,
8i0noeidanbHO20 3a CUHMeE3 Ni30coManbHo20 hepmeHmy B-D-
27110Ko3udasu (2arwkKouepebposidasu), sionoeioasnbHo20 3a
Kamaboani3m ninidis.

* [Ipu3zeodumob 00 HAKONUYEHHS 8 Ni30comax MmaKpogazie ycix
MKAHUH HeYyMmusi308aHUX Ninioie i ymeopeHHA XxapaKmepHux
KaimuH Hakonu4yeHHA (KnimuH lowe).

e Xeopoba louwe € nosniop2aHHOK Namonoziero, nepebi2 AKoi
XapaKkmepu3yemauscA 3aaY4YeHHAM Y namosao2iYHuUU npouyec
KiCMOK, neJviHKuU, s1e2eHb, cenesiHKuU




Xeopooa Iouwe:
Kpumepii 06cmed ceHHs nayieHmie

1.Cnaenomezanin
2.1 ' enamomezanin
3. Anemia
4. Tpomoouumonenisn
5. Kicmkoei ooni

Aiarno3 xBopobu lowe ciig npunycrutv y rnayieHTa 3 He3po3yMiJioro
CIJ1IeHO- | rernaroMerasli€ro, UATOMEHIEIO Ta CUMITTOMaMM YPAIKEHHS
KicToK



Kicmkoei 6osi suHukarome y 90% nauieHmie

Kinoka meopili ypaxceHHA KicmKoeoi cucmemu:

* [IOpyweHHA HaAOXO00MXEHHA Kpoai Yyepe3 OinaHKu
iHinompayii Kicmkosoi mKaHuHu (QinaHKu “THhapkmy
Kicmkosoi mKkaHuHu”)

* HOKonu4YyeHHA NamonoziyHoz2o cybcmpamy

2/1I0Kouepebpo3udy ma cipuqyuHeHUU HUM HEKpPO3
KiCmKoB80i MKAHUHU

 JlucbanaHc mixc KinbKicmro ocmeobaacmie ma
oCMeoKnacmie YyHacniookK 36inbweHHA YucneHHoCcmi KnimuH
lowe ma sudineHHA HUMU 3anaabHUX YUUMOKIiHIi8

PeHmezaeHiscbKe 00cnioxceHHA Kicmok ma MPT

OcHoB00 cyyacHoi diazHocmuku xeopobu lowe € 6ioximiyHul aHanis
akmusHocmi 8-D-2n0Ko3udasu 8 neliKoyumax Kpoei



Mykononicaxapu0o3 — zenHemuuHe 3axX60PI0BAHHA RPU AKOMY
ROPYUWLYEMBCA PO3NAO 2TUKO3ZAMIHOZNIIKAHIE

BiOHOCcAMbCA 00 2pynu 2eHeMUYHUX 30X80PHOBAHb 3 NMOPYWEHHAM
pPO38UMKY CNOAYYHOI MKAHUHU, W0 CpU4YUHEeHOo 2eHemu4YHuUMuU
deghekmamu nesHux eH3umie (ix ecbo2o 11),aKki KOOyrome po3wenneHHA
Kucaux 2nikozamiHoznikaHie (paHiwe ix Ha3ueanu myKonosnicaxapuoamu);

IniKkozamiHozniKaHu 8 CKnaodi npomeozniKaHie 6Xo0smeo 00 CroayYHoI
MKAHUHU, W0 MiCmMumbCs 8 KiCmKax, CUHOB8Iia/bHIl piOuHi, 8 CKN0B8UOHOMY
mini. Pa3om 3 80/1I0KHAMU KondazeHy ma enacmuHy, npomeo2aiKaHu
ymeoproromsb 3'€eOHYy8an6bHOMKAHHUU mampuKc (OCHo8Ha pevyoesuHa).

OO0uH 3 NnpedcmasHUKiI8 2/1UKO3aMIHO2/1IKAHI8 - 2enapuH, w0 MAe
npomu320pmasbHi 810CMUBOCMI, 3HAXO0UMbCA 8 MiIHCKAIMUHHIU piOUHI
MKOHUHI NeviHKu, fe2eHb, HUPOK, CMiHKax apmepil.

lMpomeozniKaHu NOKpusaromMeo rnoeepxHIO KAimuH, 8idi2paromos eaxcausy
pOsb 8 iIOHHOMY 06MIiHHI, IMYHHUX nNpoyecax, OugepeHyito8aAHHA MKAHUH.



Cmpamecis OiazHOCMUKU NOPYULEHHS OOMIHY

1. BuseneHHa degpeKmHOi naHKU memabosiuHo20 waaxy 3a 00NomMo20t0 aHani3y (KinbKicHozo,
HanieKinbKicHo20 abo AKicHo20) 8iodnosidHux memabonimis;
2. BuaeneHHsA OucpyHKYii binka 3a donomozoro oyiHKu io2o Kinbkocmi i / abo akmusHocmi;
3. 3'acyeaHHa npupodu mymayii, mobmo xapaKkmepucmuka MymaHmHo20 ansesns HA PieHi
2€eHa.

* ®epMeHTHHI aHAJI3 («30JI0THIT CTaHAAPT»)

— Bu3HaueHHsT aKTMBHOCTI crielu(piuyHuX
(dhepMeHTIB B JIEUKOIIUTAX, IJIa3M1 KPOBI,
010XIMIYHUM CKPUHIHT Ha OCHOBI BUBYCHHS
crenpiuHuX (EpMEHTIB B CYXHUX IIIIMaxX KpPOBi

Jlabopamopia meduyHoi eeHemuku HAC/T «Oxmamoum» — eOUHQA 8 KPaiHi, 8
AKilU nposodsame 00Cni0OXeHHA 3 Memor 8usasneHHA JIXH.
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depmeHmosamicHa mepanisa

depmeHmosamicHa mepanisa - EOUHUU namo2eHeMu4vHul
mMemoo niKy8aHHA, AKUU NAYIEHMU OMPUMYOMb MOXUMMEBO.

Mpu MIIC 8i0bysaembca mymauyia e 2eHi, AKa 8UABASAE
3MeHWweHy abo 8i0CymHIO AKMUBHICMb KOHKPEMHO20
pepmeHmy. Hanpuknao, 0aa MI1C-I ue anbgpa-L-idypoHidasza
(IDUA).

YucneHHi 3apybixcHi 00cniOMeHHA NoKasanu epeKmusHicmo
0aHoi mepanii. Hoeuli Halicono8Hiwul NOKA3HUK - ye
pe3ynabmamu: suxueaemicmso nayieHmie 36inbwyemoca Ha
10-15 pokKis, 3MmeHWYEMbCA rnpoz2pecyeaHHsA cepyeeso-
CYOUHHOI, OUXAnbHOI NaMonoeii, AKicme Xcumms nayieHmie
MOMimHO NOKpawWyeEMbCA.
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