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IMOP®IPIA Y ITPAKTHUII 'TEMATOJIOTA

Pestome. Bcmanosneno, wo Kosxcra nHosonociuna gopma nopghipii nos sazana 3 0edexmom akmueHoCcmi 00HO20
3 (hepmenmie (Kpim cunmemasu 0enbma-amiHONe8YIIHOB0T KUCIOMIL), 3aKO00BAHO20 8 OOHOMY 2eHI.
Knrwuosi cnosa: 3axe0posanus, KuiHiuHi 03HaKU, 0IA2HO3, KAIHIUHI O0CTIONCEHHS, PeKOMeHOayii.

AxTtyaasHicTb. [lopdipii npeacrapisioTs co-
0010 rpyIy 3aXBOPIOBaHb, 10 CKJIAJAIOTHCS 3 CEMU
Ho30soriyHuX (opM. [IpuunHamMu X BUHUKHEHHS
€ TEHETUYHO 3yMOBIICHI TOPYIIEHHS aKTHBHOC-
Ti pi3HUX (EPMEHTIB Yy JIaHIF031 O10CHHTE3Y rema.
Ile mpu3BOANUTE 10 MOPYIICHHS 00MiHYy mopdipu-
HIB, Ma€ CBOI 0COOIMBOCTI MPH KOXKHIiK popmi 1mo-
pdipii 1 BU3HAYa€E iX KITIHIYHI TPOSIBH.

BcraHoBiieHO, 10 KOYKHA HO30JIOTigHA opma
nop(ipii moB’s13aHa 3 1ePEKTOM aKTUBHOCTI OTHO-
ro 3 (hepMEeHTIB (KpPIM CHHTETa3H JesibTa-aMiHoJIe-
ByniHOBOT1 kuciotu (AJIK)), 3akom0oBaHOTO B OTHO-
My TeHi.

Enigemionoris. Ilopdipis He € eHaeMiuHUM
3aXBOPIOBAHHSM 1 3 OJJHAKOBOIO 4aCTOTOIO 3yCTpi-
YaeThCs Cepell HaCeIeHHs BCiX KOHTUHEHTIB. Yac-
TOTa BUSBIICHHS TocTpux (hopm mopdipiit (I'TT) 3a
PI3HUMU OIlIHKaMH CTAaHOBUThL 7—12 BHIAJKiB HA
100 THcau 310poBUX JroAeH. Y TOHM k€ yac yac-
TOTa OE3CUMITOMHOTO HOCIHCTBAa T€HETUYHUX JIe-
(dexriB, mo npuzBonath ao ['T1, cranoButh ~50—
100 Bumaakis Ha 100 000 4oI0BIK.

Kaacudikauis. Buginsrors n1sa Buau mopdi-
piii: epUTPONOCTUYHY 1 TMEYiHKOBY 3aJI€KHO BiJl
TKaHWHHU, ¢ BiIOyBAE€ThCS TIEPEBAKHE TTOPYIIICHHS
MeTabomi3mMy ophipuHiB.

Knacugpixayis 1

[Teuinkori mopdipii:

* nop(ipisi, oOymoBneHa nedinuToM Aeriapa-
tasu — AJIK;

* rocTpa nepemixua nopipis;

* crajKoBa Konponopgipis;

* BapieraTHa nopipis;

* IMi3HS MKipHA OPQipis.

© JI.B. Muxanbsceka, O.B. Kunisuuk, B.1. FOurep, 2018

EpitponoeTnuni mopdipii:

* BPOX/ICHHA €pUTPOINIoeTHYHA opdipist (XBo-
poba ['foHTEpA);

* €PUTPONOETUYHA MPOTONOPRIpis.

Knacugixayis 11

Toctpi hopmu nopdipiii:

* opipis, oOymoBieHa aedimuroM aeriapa-
tazu — AJIK;

* rocTpa nepemikaa nopdipis;

* cI1ajKoBa Korporopdipis;

* BapieraTHa nmopgipis.

dopmu opdipiid, MO MPOTIKAIOTH 3 ypaKeH-
HSIM IIKIPHUX MTOKPHUBIB:

* Mi3HS WKipHA opQipis;

* crajikoBa Konponopdipis;

* BapieratHa nopgipis;

* BpOXKICHA €PUTPOTIOETUYHA TOPQipis;

* ePUTPONOETUYHA MTPOTONIOPDipis.

Ertionoriss i marorene3. Po3BuTok pi3HuX
dhopm nopdipiii MOB’s3aHUH 13 TOPYIICHHSIMH 11~
KTy O10CHMHTE3y rema i Mae CiiibHi pucH. B ocHo-
Bl PO3BUTKY KOKHOI (popMu mopdipii JIEKUTH re-
HETHYHO OOYyMOBJICHE 3HIDKEHHS a00 BIJCYTHICTB
AKTUBHOCTI TIEBHOTO (JEpMEHTY B JIaHIIOTy Oio-
CHHTE3y rema. 3HWKEHHS aKTHBHOCTI ()epMEHTY
10 50% Big HOPMHU MOXKE HE MaTH KJIIHIYHUX IIPO-
SBIB.

[Tpu I'TI peamizyBatu reHEeTHYHE HOCIHCTBO 1
CIPOBOKYBATH KIIIHIYHY MaHi(ecTalio 3axBOpIo-
BaHHS MOXYTh:

* QJIKOTOJIb;

* mikapebki npemnaparu (HII3II, GapOGityparu,
neasocnopunu, Cyib(aHiaMmian Ta iH., COUCOK
SIKUX MPECTaBICHO B JIOJIATKY );
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* MCHCTPYaJIBHUH ITHKIT, BaTiTHICTH (Y )KIHOK);

* 1HCOJIALS;

* OakTepiaibHi 1 BipycHI iH}eKIii (0co0IMBO
HCV, HBV, CMV);

* TOJIO/.

[lepepaxoBani pakTopu NPU3BOIAATH 10 MiABH-
IICHOTO CIIOKUBAHHS KIiHIIEBOTO MPOAYKTY IHKITY
OiocuHTe3y — rema (Hampukiaa, akTUBallis CUCTe-
Mu nutoxpomy P-450) abo GesmocepeaHbo CTH-
MYIIOI0YOI i Ha aKTUBHICTh HEPIIOro (pepMeHTY
nukiy OiocuHTedy — cuHTerasn — AJIK, mo mpu-
3BOAMTH JO IiJBHINEHHS il aKTUBHOCTI (Hampu-
KJIaJ, Jii IPOTeCTEPOHY), B pe3yJbTaTi 40ro MmpH-
CKOPIOETHCSI CHHTE3 YCIX MPOMDKHHX TMPOIYKTIB
MeTabomizmy nopdipunis. Ha eramni y4acri gedek-
THOTO (DEPMEHTY NMOYMHAETHCS HAIMIpHE HAKOIIHU-
YEHHS METAOOJITIB y TOKCHYHUX KOHIICHTPAIIIsIX,
10 MPU3BOJUTH JI0 3arOCTPEHHS 3aXBOPIOBAHHS.
[pu I'll nagmipue naxonunuyenns AJIK 1 mopdo6i-
niHoreny (IIBI') y TkaHuHax mpU3BOAUTH /10 Ce-
IMEHTapHOI JeMielNiHi3alii HePBOBUX BOJIOKOH 13
MOPYLIEHHSM HEPBOBOi MPOBiIHOCTI. TOKCHYHO-
MY BIUIMBY IiJIal0THCS YC1 BIUIIIN HEPBOBOI CHC-
temu moauHu. [lepudepruna ceHcopHo-MoTOpHA
MOJIiHEHpONaTis € HACHIIIKOM BTOPHHHOI JeMi€lTi-
Hi3aIlil HEPBOBUX BOJIOKOH. 3aJTy4EeHHs BETETaTUB-
HO1 HEPBOBOI CHCTEMH MAa€ TAaKHUM IMaTOTE€HE3!

ypaxeHHs  aOJOMIHAIbHUX  BEreTaTMBHUX
CIUIETEHb CYNPOBOIKYETHCS CIa3MOM CyAHH Opu-
X1 1 TOPYIICHHSM MOTOPUKH KUILICUHUKY;

ocna0leHHs] aKTUBHOCTI M. vagus TPU3BOJUTH
JI0 IEPeBa’KHOTO BIUIMBY Ha CEPLEBO-CYyAUHHY CHU-
CTEMY CUMITaTUYHOT'O BIJILTY; I[bOMY TAKOX CIIPH-
g€ 10-xpaTHe 301IbIICHHS €KCKpelii karexosiami-
HIB 1 MOpymIeHHs GyHKIIii GapopenenTopis aprepi-
QJIbHUX CYJUH.

[Topymennst (yHKIT 1EHTpambHOI HEPBOBOL
CHCTEMH € HACIiJIKOM TOKCHUYHOTO BIUIUBY IIO-
MEPEeTHUKIB MOPQIpUHIB HA HEUPOHHU TOJIOBHOTO
MO3KY 1 pO3BUTKY TPUBAJIOTO CIa3My apTepiod, Ti-
MOHATpieMIi 1 rinepriaparaiii, 10 TPU3BOAUTE JI0
TSOKKUX eHIedanonarii.

Kniniyni o3naku 1 cumnromu I'T1:

* TaxiKap/Iis;

* OUIIb Y )KUBOTI;

* 3aKpeny;

* HyZI0Ta, OJIFOBOTA;

* apTepianbHa TINepTeH3Is;

* 0oni B HOTrax, pykax, IOIEPEKy, TpyaHii
KJTITI;

* 3HIKCHHS Yy TIIMBOCTI LIKIPH;

* yepBOHUI abo Oypwuil koip ceui;

* TeTparnapes/TeTparieris;

* TiIMOHATPIEMIS;

* MIOBEIIHKOBI PO3JIaJIN;

* TaTIOIMHAIIT;

* mape3 VII nmapu 4epenHo-MO3KOBUX HEPBIB;

» mucdoHis, aucdaris, au3aptpis (OyapOapHi
MOPYIIEHHS);

* MapajJioKcajgbHe MUXaHHA (IPU BAMUXY >KUBIT
BIIAJa€ Yepes napaiiy piadparmn);

* 3yNUHKA JIUXaHHS;

* epureMa, MyXupl Ha BIAKPUTUX AUISHKAX
HIKIPH.

[Mepmmii Hanag ['TI Moxe pO3BUHYTHCS Yy Billi
crapmie 14-16 pokiB, 3HaYHO YAaCTIIIC Yy JKIHOK.
[Toyarox 3axBOpIOBaHHS TOCTPHUH, pijaimie Imiaro-
CTpPHIA, TCIISI BIUIUBY MOPQipUHOTEHHUX (DaKTOpiB
3’ SIBJISTIOTHCS OOJTI B )KUBOTI, KiHITIBKaX, MIOMIEPEKY,
Hy/0Ta, 6:1r0BOTA. []0 KIHIIS IPYTrOTo THKHS 3aXBO-
pIOBaHHS 3’ SBIISIETHCS M 5130Ba ClIa0KICTh, sIKa Tie-
pexXoAuTh y mapes3u 1 mapanivi. XapakTepHi Taxi-
kapzis (1o 110-130), aprepianbHa rinepreHsis (10
180/100), BumiICHHS ce4i 3 YEPBOHYBaTHM Bi-
TIHKOM, HeajeKBaTHa IIOBEJiHKa 1 TrajIrollMHalll.
3a BigcyTHOCTI JiKyBaHHA TpoTsiroM 20—40 mHiB
y XBOPHX MOXYTb PO3BUHYTHUCS OynbOapHi mopy-
IICHHS 1 Tapaiiu quxajibHOi MycKyiaTtypu. B ana-
Ji3aX KPOBI HEPIJKO BUSBIISETHCS TiTOHATPIEMIS.

Jiarno3 i pexoMeHA0OBaHi KJiHIYHI J0CJTi-
nxenHsi. Jlaboparopna miarHoctuka [Tl kpim
nopdipii, 00yMoBIeHOT qe(iUTOM JeTiapaTa3u —
AJIK, rpyHTYy€ThCSl HA BU3HAYCHHI B C€Yl HaJTHUIL-
Ky TOpQOoOLTIHOTEeHY 3a IOTIOMOTOIO:

— SKICHOTO CKPHHIHT-TECTY CBIKOTO 3pasKa
cedl XBOpOro 3 BUKOPUCTaHHAM peakTuBy Epiixa
3a MeToioM Watson-Schwartz. 3a HassBHOCTI B ceui
Hajmuky [IBIT yTBoproeTscst 3a0apBienuil mpo-
JTYKT POKEBO-YEPBOHOTO KOJILOPY;

— KuIbKicHOTO BU3HaYeHHs BMicTy [IBI y ceui
(HOpMa He MepeBUIILyE 2 MI/T).

[Ipu nopdipii, 3ymoBIIeHIH AehiTUTOM ACTi-
parazu — AJIK B cedi, BU3HAUAETHCSI BUCOKA KOH-
nentpanis aensta-AJIK npu HOpmanpHOMY 3Mi-
cri I1BI. Jliarao3 I'T1 BcTaHOB/IIOETHCS HA MMiACTaBI
XapaKTEepHOI KIIHIYHOI KAPTHHU 1 BUCOKOTO BMIC-
Ty I[IBI" a60o AJIK y ceui. 3akiIr04HUM €TaroM Jia-
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THOCTUKH TIOpQipii y XBOpUX 1, 0cOOIHBO, y 0€3-
CUMITOMHHUX HOCIiB € poBeacHus JHK-anami3y.

Mudepennmianpuuii giarnos. I'Tl cnin mude-
PEHIIIIOBATH 3 yciMa 3aXBOPIOBAHHAMH, SIKI CYIIPO-
BOJIKYIOThCS:

* a0IOMIHAJIBHUMH OOJISIMH;

* PO3BUTKOM CHMETPUYHHUX TMOJIIHEBPUTIB KiH-
I[IBOK;

* OynbOapHUMU NTOPYLIEHHAMUY;

* BUIIeHHSIM noapOoBaHoi ceui;

* eHIe(haonaTismu;

* TNICUXIYHUMH TOPYIICHHSMU: TICUXO03, CTil-
KHid 10 Tepartii; mu30adeKTUBHI TIOPYIICHHS; U~
KJIOTTHUH TICUX03; OHBEPCIiTHI pO3JIau; COMaTH3a-
1ist 1 CHHIPOM XPOHIYHOT BTOMH.

Kainiuni pexomenaanii. [Tpodinakruka pos-
Butky HanaaiB ['Tl mependavae oOMeKeHHS BIUIH-
BY Ha OpPraHi3M MPOBOKYIOUMX YUHHHKIB, a caMe:

* BKMBAHHSI aJIKOTOJIIO;

* BKMBAHHS JIIKAPCHKUX TIPEnapariB i3 MmiJIBU-
HICHOI0 TOP(IPUHOTEHHOIO aKTUBHICTIO, 1HCOJS-
1ii, pO3BUTOK OaKTepiaJbHUX 1 BIpyCHUX iH(EK-
Ii{, CTaHy TIMOTIIIKeMif,

* y )KIHOK 13 TOBEJICHUM 3B’ SI3KOM MiK HACTaH-
HSIM menses 1 YaCTUMU HaraJaMH — MOTepeKeH-
HSI MEHCTpYaIlii.

JlikyBaHHSI MMOYMHAIOTH 32 HASBHOCTI JIEKiJIb-
kox cumnrtomiB I'Tl 1 mpu migBUINEHHI TTOKA3HHU-
KiB nop(ipuHOBOro 0OMiHY (B MOpPIBHSIHHI 3 MO-
nepeaHiMu AaHuMu B auHamiii). [Ipu po3BuTKy
TOCTPOTO Hamajay HeoOXiIHO HETaliHO MoYaTH ma-
TOTEHETUYHY TEPAITio 1 3MEHILICHHS HaJTUIIIKO-
BOro GiocuHTE3y MOPQipHHIB:

1. Ipusnauenns aprinar rema (Hopmocanr)
3 Mr/Kkr B/B KpamnenbHo | pa3 Ha 1eHb, 4—7 IHIB 110-
CHILTb.

2. 3abe3nevyeHHs] HAJTUIIKOBOTO HAaJIXO/KEH-
Hs B oparHisM ByrieBofaiB (200—600 r cyxoi miro-
ko3u): 40% — 1000 Mz B/B KpanensHO Ha 100y, 10-
IHs, 2—4 THKHI.

3. Cangocratud y A031 100-500 mkr/mo06y, mia-
IIKIPHO, IOJTHS BIPOJOBXK BiJl 4-X THXKHIB JI0 6-TH
MICSIIiB y TTOEIHaHH] 3 masmadepe3om; 6—10 ce-
aHCIB.

4. Pubokcun 2% — 10 mn y po3senenHi Ha 100—
200 mi 0,9% poszunny NaCl, B/B kpanensHo 1-2
pasu Ha o0y, moaHsg 2—4 THXKHI.

Kniniunuit eunaodok. J1o Haoro neHTpy 3Bep-
Hynacs namientka JI., 1961 p.H., 31 ckapramu Ha
3arajgpHy CJIA0KICTh, BUPQXEHUIH CBEPOIXK IIKIpH,
BUpakeHi 0071l B emiracTpii, roioBHiI 0011, COHIHU-
BICTh, 3MIHY MOBEJIIHKU Y BUIVISIJII HEBPOTUYHOTO
ctany. [loripuieHHs cTaHy MPOTArOM OCTaHHIX 2-X
THOKHIB MICJISE MEHCTPYAJIBHOTO IIUKITY Ta BXKHBaH-
H# 31 3He00MI0r0u00 MeToro HII33.

3 anamHe3y BiZJOMO, IO TpoTsAroM 1,5 poky
narieaTky TypOyroTh 00 B emiracTpii Ta cBepOiX
mKipu. KoMriekcHO oOcTekeHa 3a MicieM Tpo-
JKHBAHHS, BUKJIIOYEHA XipypriyHa Ta racTpoeHTe-
POJIOTIYHA MATOJIOT IS

OO0’ €KTUBHO: MIKIpHI MOKPUBHU 3BUYAITHOTO 3a-
OapsienHs, ckiepu icrepuuti. [lepudepuuni mim-
daruyHi By311 He 3011b11eH]. CeplieBl TOHU 3BYYHI,
putmiyni. Yacrora cepaeunux ckopoueHb (UCC)
70 yn/xB, aprepianbauii THCK (AT) 110/70 MM pr.
cT. Jluxanus Besukynasipae. Xpumnu BiacyTHi. Yac-
tora auxanusa (Y1) 19/xs, SpO, 99%. S3ux Bo-
noruil, yuctuil. JKupit 3BMYaiiHOT KOH(Iryparii,
M’SIKUM, HE3HAUYHO YyTiAuBHUH B emiractpii. Ilepu-
TOHEANbHUX SBUII Hemae. [lepucranpruka BUCTY-
xoByeThCsl. [ledyiHka Ta cene3iHKa He 301IbIICHI.
Cumvnitom [lacTepHanbKOTO HETATHBHHHA 3 000X
OOKiB.

3a oanumu nabopamopHux obcmedcersy:

3araqpHUM aHali3 KPOBI MPH MOCTYIAHHI: re-
Morno0in — 98 1/i1, eputpouut — 3,7, JCHKOIIN-
™ — 4,3, TpoMboruTH — 252, reMatokput — 29,5,
cepenHiii 06’eM eputpomnmta — 79,5, MBUAKICTH
ocimanns epurpouutis (LIOE) — 24, nanouku — 2,
curMeHTHosiiepHi — 70, e.1, 6.1, mimdonutn — 50,
MOHOHOLIUTH — 6.

bioxiMiyHMII aHami3 KpOBI TpU TIOCTyIa-
HHI: 3aranpHMi Oinox — 62,7 1/1, ceyoBMHA —
5,85 MKMoITB/JT, KpeaTuHiH — 81,2 MKMOJIB/JI, ce-
yoBa KuclIoTa — 264,2 MKMOJb/J, 3arajibHUH
XoJecTepuH — 7,66 MMOJIB/J, TPUTIILEPUAN —
1,24 mmonb/n, anbda-aminaza — 57 o/n, IyKHa
docdaraza — 465,4 o/n, AnAT — 484 o/n, AcAT —
366 o/m, I'TTII — 22,1 o/n, JIAI — 290,4 o/n, Gini-
pyOiH 3aranpHMA — 57,4 MMOIIB/J, OLTIpYOIH TIps-
muit — 19,2 mmons/i, anpOymin — 39,6 1/11, TIFOKO-
3a —4,7 mmoib/i, K—41 mMons/i, Na—2 MMoJb/11,
Cat++— 1,19 mMomb/m.

Kucnorno-my»Huil cTaH BEHO3HOI KpOBI MpH
nocrynanni: pH — 7,38, pCO, — 40, pO, — 25,
HCO, - 23,7, Lac - 1,2.
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Koarynorpama npu noctynanni: IITI — 91%,
TpoMOiHOBUH Yac — 22 cek., pibpuHoren — 3,55 /1,
eTaHoNoBUH TecT HeratuBHUM, INR — 1,1.

3aranpHU aHaMi3 cevi Mpu noctymnanHi: 50 mi,
JKOBTa, Ipo3opa, mutoma Bara — 1018, Oinka He BH-
SIBJICHO, TJIFOKO3U1 HE BUSBJICHO, JICHKOIUTH — 0—2 B
11/3, €MiT. IJIOKC. HEBEJ. K-CTh.

VY 3B’s3Ky 31 3MiHaAMM IE€4IHKOBUX Npo0 ma-
HieHTKa O0O0CTeXyBajacsd Ha TPEIMET BHKIIIOYEH-
HSI TOCTPUX BIpYCHHUX T'€MaTUTIB, a CaM€ BUKOHAHO
IJIP A, B, C — meratuBHa.

JJIs BUKITIOUCHHS TEMOJIITUYHOT aHEeMiT poBe-
JIeHO mpsiMy 1 Herpsimy ipoOy KymOca, pesynbrar
HETaTUBHUM.

Buxiroueno B12 + ¢omieBo- Ta 3amizomedi-
uuTHy aneMito. [lokasnuku B12, ¢omieBoi kuco-
TH, PEPUTHHY Ta EPUTPOIIOETUHY B MEXKaX HOPMH.

VY 3B’3Ky 3 TiOHApPIEMIEIO JUIsl BUKIIIOUESHHS
HAJHUPHUKOBOT HEIOCTATHOCTI TPOBENEHO TakKi
TIOCIIKEHHS:

KOpPTH30:]1 y 1000Bi# ceui 4,0 (pedepeHTHI 3HA-
yenHns 4,3—-176,0);

AKTT 14,0 (pedepentni 3nauenns 0,0—46,0);

KaJii y mo0oBiit ceui 57,19 mmons/no0y (HOp-
Ma 25,0-125,0);

HaTpiil y 1o6oBi# ceui 350,0 mmois/no0y (HOp-
Mma 27,0-287,0);

XJiopuau B m000BiH ceui 333,5 mMmoub/mo0y
(mopma 110,0-195,0).

Jis nudepeHttiaabHOi AIarHOCTHKH TOpdipii
BHUKOHAHO TaKi aHAJI3U:

npodipuHy BUIBHI B epuTpouunTax 158,7 (Hop-
Mma j0 60,0);

nop¢ipunu 3aranbHi B ceui 1230,5;

npodipuHu 3araapHi B 1000Biil ceui 2709,3
(ropma o 150,0);

Jienb-aMiHoJIeByTiHOBa kuciora 10,1
(mopma 10 4,5);

JieTb-aMIHOJIEBYJTIHOBA KUCIIOTA B OOOBIi cedi
22,2 wmr/n (Hopma 110 5,0);

yponopdipuau B cedi 1120,9;

Kornponopdipunu B ceui 156,5.

JHK-ananiz Ha rocTpy mnepeMixHy mnopdi-
pito: BusiBneHna mytatist ¢.445C>T (Argl49Term;
HGMD: CM950640) y reTepo3uroTHOMy CTaHi.
Jiarao3 roctpoi mepemixkHo1 mopdipii miaTBep-
JOKEHO.

MT/J1

3a oanumu Y3][ opeanis uepesnoi noposicHumHU:

[leuinka: mnepenHbO-3a1HIA pO3MIp MpaBoi
yactku 105 MM, MakcuManbHO KOCUN BEpPTHUKAIb-
HU# nipaBoi yactku 130 MM, mapeHxiMa cepeTHbol
€XOT€HHOCTI, BOTHUILIEBUX 3MiH HE BUSBICHO, BHY-
TPINIHBOTICYIHKOBI JKOBYHI TIPOTOKK HE PO3IIHpeE-
Hi, CyIHHA 0€3 BUANMHX 3MiH.

JXoBunmii Mixyp po3mipamu 56%24 Mmm, 3BU-
yaitHoi (hOopMH, CTIHKH HE TIOTOBIICHI, HOPMaJILHOT
€XOTeHHOCTI, KOHKPEMEHTIB HE BUSBIICHO.

Cenesinka He 301b11eHa, po3Mipu 110%49 MM,
CTPYKTypa OJHOpiJHA, CeJe3iHKOBa BEHA HE PO3-
mupeHa. MaricTpaiabHi CynuHH, JTiM(paTHIHI By3-
JIM Y€PEBHOT TTOPOYKHUHU €XOCKOIIYHO HE 3MiHEHI.

VYIbTpa3BYKOBE TOCIHIHKCHHS IIMTOMOMIOHOT
3a71031 6e3 0COOIMBOCTEH.

MarniTHO-pe30HaHCHa TOMOTpadisi TOJIOBHOTO
MO3Ky 0€3 0COOIMBOCTEH.

BpaxoByroun faHi ckapr, aHaMHe3y 3aXBOPIO-
BaHHS, JJAOOPATOPHUX Ta IHCTPYMEHTAJIbHUX Me-
TOAIB JOCHIJPKEHHS, MAIL€HTIII BCTAHOBIIEHO Ii-
ar’Ho3: TocTpa mepeMikHa mopQipis, NMediHKOBA
¢dopma, yckiiaHeHa BTOPUHHOIO HaJHUPHUKOBOIO
HEIOCTATHICTIO.

[Tpu3HaueHo JIiKyBaHHS:

copbOekc — 2 Karicyinu 2 pa3u Ha JaHb; BITAKCOH
2,0 B/M; peocop6binakt 200,0; mapuamin 5,0; nec-
¢dans 5,0; pudokcum 10,0; mmrokoza 10% 2000,0;
roko3a 10% 200,0 + NaCl 10% 30,0 B/B kpare-
apHO 3 pasu Ha 1o0y; ansOymin 20% 100,0; co-
ay-kopred 100 mr B/B KpamensHO Ne 2, 3 HACTYII-
HUM TiepexozoM Ha koptined 0,1 Mr 3a cxemoro;

aprinar remMa (Hopmocasr) 3 mr/kr — 7,5 mr +
NaCl 0,9% 100,0 B/B kpanenbro 30 xB Ne 4.

Ha ¢oni nmpoBeneHoi teparmii crad Naii€eHTKHA
MOKPAIIMBCS 1 BiJJ3HAYEHO TIO3UTHUBHY JUHAMIKY
71a00paTOpHHX MOKA3HUKIB, a came:

3araJbHHIA aHAITi3 KPOBI HA S-1 JIeHb Tepartii: re-
Morno0in 91 1/, eputporutu 3,31x10%12/11, nei-
oty 11,7x10%9/m, TpombGoruT 464x10%9/7,
reMatokput 27,8, cepeaHiii 00’eM epHTpoLUTa
84,1, IOE 15, m. 2, c. 58, e. 2, 6. 0, mimd. 35,
MOH. 3;

OioxiMiUYHWI aHalli3 KpoBI HAa S5-U JIeHb Te-
pamii: 3aranpbHuUd OUTOK 56,4 T1/1, cedyoBHHA
3,57 MKMoOIB/1, KpeaTtuHiH 67,3 MKMOJb/1, ce-
yoBa kuciora 117 Mkmoiw/i, myxHa (ocdara-
3a 395,5 o/m, AnAT 103 o/, AcAT 63 o/n, I'TTII
40,5 o/n, JIAI' 184 o/m, OimipyOiH 3araimbHUI
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36,9 mmon/n, OumipyOiH npsvuii 10,5 MMois/m,
anpOymin 36,3 r/n, mmoko3za 4,4 MMOJIB/JI, Ka-
mi 3,5 mmombe/n, Harpiii 132 mmonw/n, Cat+
1,18 MMOIB/11.

JluHaMika J1abOpaTopHUX TITOKA3HUKIB depes
14 nHiB Micis 3aKiHYEHHS TEPaITii:

3araJbHUNA aHaii3 KpoBi: remornoOin 105 r/m,
eputporuty 3,9x10x12/m, nerikorutu 7,7x10x9/71,
tpomboruTi 260x10x9/m, remarokput 34, cepen-
Hiif 00’em eputporuta 82, IIIOE 10, m. 1, ¢. 60,
e. 1, 0.0, mmd. 37, momn. 1;

OloXIMIYHMI aHaii3 KpoBi: 3arajgbHUi Oi-
7oK 62 1/1, cedyoBHHA 3,3 MKMOJB/J, KpeaTWHIH
70 MxMOIIB/11, cedoBa kucioTa 100 MKMOIB/1, JTykK-
Ha (ocdaraza 90 o/n, AnAT 35 o/n, AcAT 20 o/x,
I'TTIT 2,5 o/n, JIAI" 150 o/n, GinipyOiH 3aranb-
HUH 8,8 MmO/, OuTipyOiH mpsmuii 0 MMOJIB/1I,
anpOymin 38 1/n, mmoko3a 4,5 MMOJB/J, Ka-
mit 3,7 mmonw/m, Harpii 137 wmmone/n, Cat+
1,08 MMoOIIB/II.

Cuucokx BUKOPHUCTAHHUX JIZKEPEJI

Ha choromni marmieHTka modyBae cebe 3alo-
BUJIbHO, CKapr Hemae, J1abopaTopHi TMOKa3HUKH
B MeXax HOpMH. JlOTpUMYETBhCS pEeKOMEHJAIIii
10710 oOMekeHHs (aKTOpiB, sIKI TPOBOKYIOTH TO-
cTpuii ipucTyn mopdipii.

BucHoBku. [lepBuHHMIt eTan AiarHOCTUKU Ha
MIPAKTHIII € HAWCKIIQIHIIINM 1 BIIMTOBIJATEHAM JISI
Jikapsi. BapiaHTHICTB TPOTIKAHHS 1 CAMITOMATHKN
I'TI (ocoGmuBO MpU aTUMIYHOMY i MOHOCHMITTOM-
HOMY TiepeOiry 3aXBOPIOBaHHSI) CTBOPIOIOThH 3HAU-
Hi TPYIHOII Y CBOE€YaCHOMY BCTaHOBJICHHI IThO-
TO JIiarHO3y, HEPiJIKO MPU3BOIYH 0 IIOMHUITKOBHX
NPUMYIICHb.

[IpaBuibHO 3i0paHi cKapru, aHaMHE3 3aXBO-
PIOBaHHS, IHTEpIPETAIlisl JaHUX Ja00OpaToOpHUX Ta
IHCTPYMEHTAJIBHUX JTOCIHIKEHb JAlOTh 3MOTY 3a-
migo3puTH mop@ipito 1 HagaTh KBamidikoBaHy 10-
TIOMOT'Y.
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HorP®UPHA B ITIPAKTUKE 'EMATOJIOTA
JI.B. Muxanabckasi, A.B. Knanpuuk, B.!. FOurep

Pestome. Yemanosneno, umo kaicoas HO30102udecKkas popma nopgupuu cés3ana ¢ 0epexmom akmueHoCmu
00HO020 U3 (hepmeHmo8 (Kpome CUHMemasvl 0elbma-amMuHoLe8YIUHOBOU KUCIOMbL), 3AKOOUPOBAHHO20 8 0OHOM 2eHe.
Kntouesnle cnosa: 3aboneéanue, KIuHUYECKUE NPUSHAKU, OUASHO3, KIUHUYECKUE UCCIe008AHUSl, PEKOMEHOAYUU.

ISSN 2312-1025. Axkmyansui npobaemu kainiunoi ma npoginaxmuunoi meouyunu. 2018. T. 2, No 4 83



JIL.B. Muxanvcoka, O.B. Kunisnux, B.1. FOneep

PORPHYRY IN THE PRACTICE OF A HEMATOLOGIST

L. Mykhalska, O. Kylivnyk, V. Junger
Sammary. It has been established that each nosological form of porphyry is associated with a defect in the

activity of one of the enzymes (except for the synthetase of delta-aminolevulinic acid) encoded in one gene.

Keywords: disease, clinical signs, diagnosis, clinical researches, recommendations.
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