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AKTYAJIbHICTb

Bpomxkena mucdyHKIis kopu HagHIpKOBUX 3a1103 (mani — BAKH) e menwxo-
COLIIaJIbHOIO MTPOOJIEMOI0, HE JUBIISTIMCH HA JOCSTHEHHS Cy9YacHOI MEAUIIMHH.

Busuennst BJIKH B VkpaiHi € akTyaJIbHOIO Yepe3 IMOMIPEHICTh, sIKa CTAHOBUTH
npu6m3HO 1:1 000 HaceneHHs. PaHHS AiarHOCTHKA 1 TOYATOK JIIKYBaHHS TaKUX
MAMIEHTIB CIPHAIOTH TOJIIIICHHIO TOKa3HUKIB BIDKMBAHOCTI Ta SKOCTI iX JKUTTS.
[HmuBinyanizoBaHUN MiOXiJ 1O JTIKYBaHHS, SKUH 0a3yeThCs Ha MPU3HAYCHHI
3aJIeKHO BiJ] BapiaHTy 3aXBOPIOBAHHS 1 HasBHOCTI (haKTOPIB PU3HKY, KOPEKIIis
JIKyBaHHS Ha IIPOMDKHUX €Tarax JA03BOJISE JOCSITH TpUBAJIOi peMicii. OCKIIbKH
iHpOpMallis TPO IF0 MATOJOTIF0 MOXE OYTH HEIOCTATHBOI CEpel MEIUYHUX
NPaIiBHUKIB, BAKIIMBICTH 11 BUBYEHHS 3pocTae. [lo-Tiepiie, 1ie 3aXBOpIOBaHHS Ma€e
ayTOCOMHO-PEIIECHBHHUHN XapaKTep i MOKE MPU3BOIUTH O CEPHO3HHUX MOPYIIEHb,
BKJIFOYAIOYH MPOOIEMH 3 PENIPOLYKTHBHOIO (DYHKIII€I0 Ta pOCTOM. J{oCIiDKeH S
ocobmmBocTel mybepTary y mamienTiB i3 BKH Takox miakpeciroe 3Ha9yIIicTh
JaHO1 maToorii. Po3yMiHHS poii HAIHUPKOBHX CTEPOINIB y MaTOTeHe3i pi3HUX
MOPYIICHB, BKIIFOYAI0YH TioTanaMo-TimodizapHi qucdyHkmii Ta GepTUIBHICTD,
POOUTE ITF0 TEMY BaXKITUBOIO JUIS TOAAIBIINX MEIUIHIX JOCTIKEHb [ 14].

EdekrrBHa B3aemoniss MK YYaCHHKaMHM MDKIUCHUILTIHAPHOI KOMaHIH
BBYKAETHCSI HAMKPAIIIOIO ITPAKTUKOIO JIIKYBaHHS, 8 TAKOXX HEBIZ'€EMHOIO CKJIaJ0BOIO
CKOOPAMHOBAHOI JOMOMOTH. 3aXOAM 3 PaHHBOTO (CBOEYACHOIO) BHSBICHHSA
[bOT'O 3aXBOPIOBAHHS JJO3BOJISIFOTH CYTTEBO MOJIMIINTH KUTTA Hal[iEHTA.

BU3HAYEHHA
Bpomxkena nucdyHKINS KOPH HAJHUPKOBHX 32103 (BPOPKEHA Tileprniasis
KOpY HaJHUPHHKIB, aJpPEHOTCHITAJbHUNA CHHIAPOM) — i€ Ipyna ayTOCOMHO-
pelecuBHUX XBOPOO, B OCHOBI SIKUX JIeXKaTh ()epMEHTATHBHI Ae(eKTH anpeHa-
JIOBOrO CTepoinoreHe3y. HemocTaTHs akTUBHICTH KOXKHOTO 3 ()ePMEHTIB CTepoi-
JOTeHe3y MPHU3BOJHUTH IO YHIKAIBHOIO KOMIUIEKCY TOPMOHAIBHUX BiJIXUJICHB,
M0 CIIPUYMHSIE TIOMITHI KJIiHI9HI TIPOSIBH Pi3HUX epMeHTaniitHnxX aedekris [12].

ENIAEMIONOriA

BIAKH — 1ie oaHa 3 HalyacTIIMX MAaTOJIOTIH HAJHUPKOBUX 3aJI03 Cepel
JUTSYOTO HaceseHHs. HaitbibIn mommpeHoro MpUINHO0 BPODKEHOT rineprriasii
HAJHUPHUKIB y BCbOMY CBITi, 1[0 CKJIaJa€ > 95 BiJICOTKIB BUMAJIKIB, € AehilUT
21-rimpoxcnnasu. 3rigHO 3 TOCTiHKEHHSIMH HeOHaTanbHOTO cKpuHiHTY, 210HD €
OJIHUM 13 HaWOIJbII MOMIMPEHHUX CIIAJKOBHX 3aXBOPIOBaHb. JlaHi mpuOIM3HO
6,5 MJTH HOBOHApO/KEHHX, 0OCTEKEHUX 10 BCbOMY CBITY, IOKa3yIOTh 3arajibHy
nommupenicte npuonu3Ho 1 Ha 15 000 sxuBoHapomxeHux. [Ipore mokxa3HUKH
MOIIMPEHOCT] BiZPI3HAIOTHCS 3aJI€KHO BiJl €THIYHOI MPUHAIEKHOCTI Ta reorpa-
¢iunoro paiiony. Bci inmi Bapiantn BJIKH 3yctpivarorbcst 3HauHO piarre.
Jana marosorist ciocTepiraeTbcs 3 0OJJHAKOBOIO YacCTOTOIO SIK Y XJIOITYMKIB, TaK
1 B IIBYATOK.



ETIONOriA

Bpomxkena rinepruiasis kopu HagHupkoBux 3aino3 (BAKH) — ue rpyna anpe-
HaJIOBHX (PEPMEHTHHUX IOPYIIECHb, SIKi CHPUYMHSAIOTH 3HIKEHHS BHPOOHHLTBA
KOpTU30:1y. Y BIANOBibh HA L€ MiJIBUIIYETHCS PIBEHb a[peHOKOPTUKOTPOITHOTO
ropmony (AKTT), mo mpu3BomuTh A0 rinepruasii Kopu HaTHHPKOBUX 3aJ03.
3a manumu miteparypu, udacrora BJIKH xonmuBaerbcss Bin 1 Bumanky Ha
5 000-10 000 HOBOHapomKeHNK. Y CIM'SIX, i BKE € TaKi BHIIAJKH, HMOBIPHICTH
MIOBTOPEHHS 3aXBOPIOBAaHHS CTaHOBUTH 20-25 %.

BT'KH3 moxe OyTr cpi4rHEHa TEHETHYHO 3alpOTPaMOBAHAM 3HIKECHHSIM
aKTHBHOCTI PI3HUX ()epMEHTIB HaTHUPHUKOBOTO cTepoinorenesy. Hapasi, 3aexHo
BiJI piBHS ()epMEHTATHBHOTO YpakKEHH, BHOKPEMITIOIOTh HACTYIHI (POpMH:

1. Jlinoinna rineprutasis HagHUpHUKIB (nedexT StAR-npoTeiny).

. Hedimur P450scc (20,22-mecmomnasa).

. Hedimur 3-B-I'CH (3-B-rizpokcucrepoinerinporeHasa).

. Hedimur CYP17 (17-a-rimpokcmnasza/17,20-miaza).

. Hedimur CYP21 (21-rizpokcunaza) — 95 % ycix BUNAAKIB.
. Jedimur CYP11 (11-B-rimpokcumnasa).

. Hedimmr POR (P450 oxcumopenykrasa) [12].

Haiimommperimoio (opMor0 BpOIKEHOI Timepruiasii KOpH HaJHUPKOBHIX
3an03 € aedinut 21-riapokcunasu — 1e monaa 90 % ycix Bumankis i3 BIKH.
Hekmacnuna ¢opma 3ycrpivaerses gactime — 0,1-0,2 %, a B AesKnX i30150BaHUX
€THIYHUX Tpymax, L0 XapaKTepU3YIOThCS BHCOKUM BiZICOTKOM CIIOPIAHEHHX
1uTr00iB (HANPHKIAL, Y €BpeiB AIIKeHa31), HOIUPEHIiCTh MoXe focsirati 1-2 %.
Hpyroio 3a wactotoro € aedinut 11-B-rigpokcunasu, ska, 3TiAHO 3 JaHUMH
JiTeparypu, 3ycTpidaerbes npuomm3Ho y 1 Ha 100 000 HOBOHapomkeHuX. [HII
¢dbopMHu omnmcaHi JMIIE y BUIISIAI OKPEMHUX KIIHIYHUX criocTepekeHb. Tomy
30DIly Ha JOMiHyroue nepeBakaHHs nedinurty 21-TiApoKcuiia3w OCHOBHA
YacTHHA KJIIHIYHUX PEKOMEHAlii CTOCYETHCS JIarHOCTUKH Ta JIIKYBaHHS came
uiei popmu BJIKH3 [6, 13].

~N O AW

KINACU®DIKALIA

Y MixunapoaHiii kiacugikamii xBopo0O, TpaBM Ta mnpu4duH cmepti 10-ro
neperiny (MKX-10) agpeHoreHiTanbHi mopymeHHS BigHOCATRCS A0 [V Kiacy —
XBOpoO E€HIOKPHUHHOI CHCTEMH, PO3JIaJy XapuyBaHHS Ta MOPYIICHHS OOMiHY
PEUYOBHH.

(E25.0) BpomxeHi afpeHOreHITaIbHI TOPYIIEHHS, TOB'13aHi 3 HepMEHTHOIO
HEJI0CTaTHICTIO.

(E25.8) InHmri ampeHoreHiTagbHi MOPYIICHHS.

(E25.9) AnpeHoreHiTanbHe MOPYIIEHHS, HEYTOUHEHE.

Knacudixanis nedinurty 21-rigpokcunasu 0a3yeThCs Ha KIHIYHUX MPOSIBAX
XBOpPOOH i Mae TpU (QOPMH, 3aJIEKHO BiJ BHpa3HOCTI cummroMiB. Kiacnuna
BpomkeHa ¢opma (CimbyTpaTHa, BipHiIbHA), a TAKOXK HEKJIacMuHa (opma, sKa
MOK€ TIPOSIBISITUCS B PI3HUX BIKOBHX IEPiofax.



NMATOINEHE3
[Matorenernuno npwumbHoro BJIKH € mpurnidyeHHS BHPOONEHHS OIHIIX
KOPTUKOCTEPOINiB MPH OJHOYACHOMY 301NBIICHHI MPOMYKIN] 1HITHNX BHACIIIOK
IedinuTy Toro 4M iHImoro (GepMeHTy, mo 3abe3nedye OArH 3 eTaliB CTepoino-
rere3y. B pesymerari gedimury P450c2] mopymryeTscs mpomec mepexomy
17-rigpoxcunporectepony B 11-1€30KCHKOPTH30I 1 MPOTECTEPOHY B AC30KCH-
KOPTHUKOCTEPOH (0us. cxemy.).
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CxeMa CHHTE3Y a/IpCHAIOBUX CTEPOINHIX TOPMOHIB

Takum 4MHOM, 3aJI€KHO BiJl BUpa3HOCTI AedinuTy GpepMeHTy pOo3BHBAETHCS
Je(IIUT KOPTU30IY 1 adbaocTepony. JlediuT KOpTH30/1y 32 MEXaHi3MOM Hera-
TUBHOTO 3BOPOTHOTO 3B'S3Ky ctuMynroe npoxaykiito AKTI, BrumB sxoro Ha
KOpYy HaJHUPHHKIB MPUBOJNUTH A0 TiNepIriasii Ta CTUMYISII] CHHTE3y KOPTHUKO-
CTEepOiiB, TOOTO CTEPOINOreHe3 3MIIIYeEThCS B OIK CHHTE3y HAIIUINKY aHIpO-
reHiB. KiiHIYHUH (EHOTHIT BH3HAYAETHCS CTYIIEHEM aKTHBHOCTI MYTAI[IHHOTO
rena CYP21-B. IIpu fioro moBHili BrpaTi po3BHBa€Thcs cinbyTpaTHa (opma
CHUH/IPOMY, TIPH SKOMY TOPYIITYETHCS CUHTE3 SIK TIIOKOKOPTHKOIIB, TaK i MiHe-
pasoxopTukoiniB. IIpu 36epexeHH] MoMipHOiI aKTHBHOCTI (pepMEeHTIB MiHepa-
JIOKOPTHKOIHA 3aJIeKHICTh HE PO3BHBAETHCA Y 3B'A3KY 3 TUM, IO (izionoriuna
notpebda B anmpaocTepoHi mpubmmzHo B 200 pa3iB MeHIa, HiX y KOopTu3oui [4].

NABOPATOPHA OIAFHOCTUKA BOKH
JiarHocTnyHi 3aXoaW ISl IIBHJKOTO BCTA@HOBIICHHS J[IarHO3Y BPOJUKEHOT
JUCOYHKLIT KOPY HaTHUPKOBUX 3aJ103 € BRKIMBUMH IS CBOEYACHOTO JIIKyBaHHS.
Bu3HayeHHS TOPMOHAJIBHOTO CTATYCy € HEBiJ'€MHOIO YAaCTHHOIO JiarHOCTHKU
Ta nikyBanHs BJIKH.



BioxiMiuanM MapkepoM 21-TigpoKcuiaa3HOI HEAOCTAaTHOCTI € BU3HAYCHHS
piBas 17-OHP y xposi. IIpu cinpyTpatHiii Ta mpoctiit popmax BJAKH3 pissi
I[LOTO CTEPOiAYy B KPOBI INEPEBHINYIOTh HOPMaJbHI MOKA3HUKH B ACCATKH H
cotHi pasiB. PiBens 17-OHP HeoOXimHO ITOCHTIIKYBaTH y BCiX BUIAIKaxX iHTEp-
cekcyanbHOi OymoBH 30BHINIHIX TEHITaNill y HOBOHapOMKEHHX. Bucoke miar-
HOCTHYHE 3HAYCHHS MPH MiT03pi Ha ABHY HENOCTATHICTH 21-TigpoKcuina3u Mae
BU3HAYEHHsI aKTHBHOCTI peHiHy B Iuia3mi kposi (APII). 3nayne migBUIICHHS
17-OHP, APII B noenHaHHi 3 KJIIHIYHOI CUMIITOMAaTHKOIO €KCHKO3Y, TiIepKai-
€MI€I0, eNeKTpoKapaiorpadiYHIMH O3HAKaMM TiNepKaJiHricTii, Bipuiizaliero
TeHITai y JIBYAaTOK MiATBEP/UKYIOTh JiarHo3 cimbyTparHoi ¢opmu BJIKH.
VY mami€eHTiB i3 MpocTor (HOPMOIO 3aXBOPIOBAHHS BHSBISIETHCS BUCOKHUN BMICT
17-OHP, Toni sixk APII He3HauHO mifBHIIEHA 00 3HAXOAUTHCS B MEXKaX HOPMHU.

SIKmo oOCTEXEHHSI MPOBOANUTHCS IO TOYATKy Teparii, MeBHE AIarHOCTHYHE
3HaYCHHS Ma€ BH3HAYCHHS PIiBHIB KOPTHU30Iy Ta 17-KeTocTepoiniB y 100OBiit cedi.
XapakTepHUM € BHPaXCHE 3HIKEHHS PIBHSA KOPTH30Iy Ta IiABHUINEHHS PiBHA
eKCKPETOBaHMX 13 ceuero 17-keToctepoiniB. OnHaK TEXHIYHO 30ip cedi y HOBOHA-
POIKEHOTO BUKOHATH JIOCHUTH CKJIAJTHO, TOMY IOCHimkeHHs piBHIB 17-OHP Ta APIT
Ma€ BHpIIIaIbHE 3HAYECHHS TS TIarHOCTHUKH 2 1 -TiIPOKCHIIa3HOI HEIOCTATHOCTI.

BpaxoByroun BHCOKY MOLIMPEHICTh Ta MOTEHLIHHY HeOe3NeKy AJIs JKUTTH,
21-rizpoKcuia3Ha HEIOCTAaTHICTh BKIIIOYEHA JI0 MPOTpaMH  HEOHATaJbHOTO
CKpHHIHT'Y HOBOHApOJPKeHUX B YkpaiHi. BinmosinHo no Ilopsaky mpoBeneHHs
PO3IIMPEHOT0 HEOHATAILHOTO CKPHHIHTY, 3aTBEPXKEHOT0 Haka3zoM MiHicTepcTBa
oxoponu 3710poB'ss Ykpainu Big 01 sxoBTHsa 2021 p. Ne 2142 "IIpo 3abe3neveHHs
PO3LIMPEHOTO HEOHATAIBHOTO CKPUHIHTY B YKpaiHi", 3apeecTpoBaHoro B MiHi-
crepcTBi foctumii Ykpaiam 29 xoBtHA 2021 p. 3a Ne 1403/37025. CxpuniHT
3IIHACHIOETRCS IIISIXOM JociimkeHHs piBHA 17-OHP meromom panioiMmyHHOTO
anamizy (PIA) y msami kaminspHOi KpoBi Ha (LIETPYBaIbHOMY TaIepi.

Cepit03HOIO TIPOOIIEMOIO € TPaKTyBaHHS HE3HAYHO MifBUICHHUX piBHIB 17-OHP.
JiTH 3 BPOPKEHUMH aHOMAJlisIMM, HEJJOHOIIEHI HEMOBJISATA YacTO MAlOTh Mif-
BuileHi piBHi 17-OHP y pe3ysbrari HE3piiocTi HaJJHUPKOBOTO CTEPOiIOTeHE3Y,
CXUJIBHOCTI 10 CTpecOoBUX (haKTOPIB IiJ] Yac IMOJIOTiB. BBaXaeThCsl TOMITBHUM
IyOJIIOBaTH CYMHIBHI Pe3y/IbTaTH 3 BUKOPUCTAHHSM METOY BUCOKOE()EKTHBHOL
piauHHOI Xpomarorpadii.

MonexynsipHO-TeHETHYHA JiarHOCTUKa 21-TiApOoKCcHIIa3HOT HETOCTaTHOCTI
HE € 000B'SI3KOBOIO, AJIe MOYKE BUSBUTHCS KOPHCHOIO JUISl MiITBEPIDKEHHS IIarHO3Y.
BusiBneHHs1 XapakTepHUX MyTallii y OUTBIIOCTI BUNIAKIB HE JTO3BOJISIE IPOTHO-
3yBaTH TSDKKICT Iepediry 3aXBOPIOBAHHS 3 OIVISAAY Ha BUPKCHUH TeHETHYHUN
noiMopdi3M, OZHAK 3roZ0M MOXe OyTH KOPHCHHM IPU FeHETHYHOMY KOHCYJIb-
TyBaHHI HicJsl BCTYIy MalieHTa B OUTO0 1 mpu OaxkaHHI MaTh aiTed. Y Hamiii
KpaiHi MEeTO/l MOJIEKYISPHO-TEHETHYHOI JIarHOCTUKH € JOCHTh KOIITOBHHUM
1 He BIIPOBa/UKEHUH IIMPOKO B NIarHOCTHYHY MPAKTHKY.



OO0O0B'SI3KOBUM € BH3HAYCHHS BTPATH COJIi Ta O3HAK JETigpaTarii, peTersHe
00CTEKEHHS 3araJbHOTO CTaHy Ta, 30KpeMa, CHMITTOMU HaTHUPKOBOI HEIOCTATHOCTI.
Orminka cTymneHs Bipiilizallii 30BHIITHIX CTaTEeBUX OpraHiB 3a mkanoro [Ipanepa.

IIpu miarHocTHHi cteproi ¢opmu medekry 21-rigpoxcmnasum HEO0OXiTHO
JIOTPUMYBATHCS TIEBHIX YMOB TIpH gociimkeHHi piBHA 17-OHP y kposi. Hampu-
KJIall, XHOHOMO3UTHBHI Pe3yJAbTaTH MOXKHA OTPUMATH TIPH JOCIHIIKEHHI PiBHA
17-OHP y ntoreiHOBY a3y MEHCTpyaJIbHOrO LUKIY. 3a0ip KpOBi AJIsl AOCIij-
sxeHHs mizHine 8:00 paHKy MOXKe CHPHYMHHUTH OTPUMAaHHS CBIiJJOMO HU3BKHX
piBHiB 17-OHP, 1110 3yMOBJI€HO IMPKaJHUMH PUTMaMHU CEKpeLil HaJHUPKOBUX
crepoiniB. Yce me 3000B'si3ye CyBOpO JOTPUMYBATHCS NpPaBHI OOCTEKEHHS
MAIieHTIB 13 migo3poro Ha crepty Gopmy BAKH: 3a6ip KpoBi It TOCITIIKSHHS
17-OHP mnoBHHEH MNPOBOAUTUCA HA 3—7-H JeHb MEHCTPYaJIbHOTO ITUKIY,
J10 8 TOJ paHKy.

MOJEKYNAPHO-TrEHETU4YHI ACNEKTW BOKH

BJIKH € reHeTHYHO OOYMOBJICHHM 3aXBOPIOBAHHSIM. AKTHBHICTH KOKHOTO
(epMEHTY HAaJHUPHUKOBOTO CTEPOiZOTEHE3y KOAYETHCS OKPEMHUM T€HOM, BCi
TeHH pO3TaIlOBaHI Ha ayrocomax. MyrTallii BiANMOBIAHOTO TeHa BH3HAYAIOTh
Ty YM IHIIY CTYIIHb 3HIDKCHHS aKTUBHOCTI pepMeHTy (Qus. mabnuyio).

VYei dpepmentu (okpim 3-B-I'CJI) Hanexkarb 1o ciMmeiictBa ruroxpomy P450.
Ha cporoani Haii0iblie BUBYCHI MyTallii T'eHa, 110 Koaye 2 1-TiapoKcuiasy, st
i€ei pepmeHTONATIi po3pobiieHa MOJIEKYISIPHO-TeHETHYHA JiarHocTtuka [1, 2].

Tabmuus
I'enu, 10 KOAYIOTH (pepMEHTH HAJHHPHHUKOBOIO CTEPOiOreHe3y
depmeHT I'eH i xpomocoma BigomocrTi npo myTaujii
20,22-pecmonasa CYP11A1 Ha 15023-q24 [Benuka fenewis ( 3HaitgeHa y OAHOrO XBOPOro);
OfMHWYHI YY1 MHOXMHHI TOMKOBI MyTaLjii
3B-rinpokeucTepoingerigporeHasa  |HSD2 Ha 1p13,1 Toykosi MyTaLji
17a-rigpokcunasa CYP17 Ha 10924,3 ToukoBa MyTaLjis
21-rigpokcunasa CYP21 Ha 6p21,3 Hleneuis (25 %), koHBepcii (25 %), TO4KoBi
myTauji (75 %)
11p-rigpokcunasa CYP11B2 Ha 8q 24,3 ToukoBi MyTawji

Ha croromni B miteparypi ommcano moHax 70 pi3HHX MyTamiii reHa
CYP21, a raxkox crierudiuHi MyTariii, sKi 0OyMOBIIOIOTE SIBHI Ta cTepTi hopMH
21-Trimpokcuna3zHoi HEMOCTATHOCTI B Pi3HUX MOMyIsmisx. OQHAK 70 MbOTO Yacy
He ICHY€E €TMHOT JYMKH, 1100 KOHKOPJAAHTHOCTI TeHOTUITY Ta KJIIHIYHHX TPOSIBIB.

IcHye KinbKa MOSICHEHb HEMOXKIIMBOCTI TTOBHOI KOPEISAIi reHoTHIy Ta (heHo-
tuiry. [To-niepie, TSOKKICTD 3aXBOPIOBAHHS 3 BIKOM 3MIHIOETHCS, TOMY y AESKHX
nanieHTiB opMa 3aXBOPIOBAHHS MOKe OyTH PO3MOALIEHa MO-pi3HOMY B pi3Hi
BikOBi mepiogu >kuTTs. Ilo-mpyre, OLIBIIICTH MANi€HTIB € TETEPO3UTOTAMH
3 PI3HUMH KOMOiHaIisIMH MyTawiil, 1 aKTUBHICTh 21-TiAPOKCHIA3M € MPOMIXK-
HOIO MOPIBHSHO 3 TOMO3MIOTaMHM 3a JaHUMH MyTatisMu. [lo-tperte, y 7,4-24 %
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BHIIA/IKIB XBOPHX i3 pi3HUMH KiiHITHUME opmamu BJIKH BUSBIAIOTECS HEBi-
JOMi paHime MyTaii, IKi MOXKYTh MOIU(IKYBaTH aKTHBHICTH 2 | -TiApOKCHIIa3H.

VY 15-25 % mnamieHTiB 3 IBHOIO 2 1-TiIPOKCHIA3HOIO HEJOCTATHICTIO B3araii
HE BUSIBIISIOThCA THIOBI MyTamii TeHa CYP21. Ilo-ueTBepTe, mependadaeTbes
iCHyBaHHS TCHETHYHMX Ta IHIMHUX (AKTOPiB, MO BIUIMBAIOTH HA aKTUBHICTH
21-rigpoxcnnu i nepedir B/JIKH, npupona skux 3amumaeTsess He3p03yMiIoro.

I came ToMy OIliHKa KIIHIYHOI KapTWHH 3aXBOPIOBAHHS, TOPMOHAJIbHE
JOCTIKEHHS Ta TIPOBEJICHHs (DYHKIIOHAJIEHUX IPO0 BCE 1€ MOCIAaoTh MPOBiJHE
Mmicue B giarnoctuni BJIKH, ocoonuBo npu crepTiid opMi 3aXBOpIOBaHHS.

KNIHIYHA KAPTUHA BOKH

VY oOinpmocti Bunankie BJIKH po3BuBaeThCcs B peHaTanbHOMY JKHTTI,
1 IUTHHA HApOIKYETHCS 3 KIIIHIYHIMH MposiBaMH XBopoOu. B nesknx Bumagkax
BIAKH Moxe TpOSBIATHCS B IOCTHATATGHOMY JKHTTi, 3a3BHYAil y mepiofn
CTaTeBOTO JI03PiBaHHS.

Bunursttors m'sate tumiB BJIKH 3amexHO Big piBHS €H3UMHOTO JE(EKTY
Ta Ba THIH, TIPH SKUX Ae(eKTHI eH3nMHU OepyTh ydacTh y KiHIIEBOMY eTari
CHHTE3Y aJIbJIOCTEPOHY Ta €CTPanioiy, 6e3 HOpyLIICHHS CHHTE3y KOPTH3O0ITY.

|. Hedocmamnicmo enzumy 20,22-0ecmonasu

Ha nepmomy etarni crepoinorene3y B KOpi HaJHUPHHUKIB 1 B CTaTEBHX 3aJ103aX
Oepe y4actb 20,22-necmonasza. Exnsum 20,22-necmornaza nepeTBoproe XoJIeCTepHH
y nperreHosioH. [Ipu nedekTi 1boro eH3uMy OJIOKYETHCSI CHHTE3 YCIX CTepOiqHIX
TOPMOHIB KOpH HaJHUPHUKIB Ta CTaTeBHX FOPMOHIB y CTaTeBHX 3aio3ax. Llei
tun BJIKH Brmepiie OyB omucanuii Ilpagepom y 1955 p. HemocrarHicTb
20,22-necmonazu — pinkicHa ¢opma BJIKH, mpw skiii HaTHUPHUKH iCTOTHO
30LTBITYIOTECS Yepe3 HAKOMMYEHHS BEIUKOT KITBKOCTI XOJIECTEPHHY.

Hoonapomxkeni 3 negexrom 20,22-mecMonia3d MarOTh JKIHOYHHA (DEHOTHIT
(>kiHOYI 30BHIMIHI CTaTeBl OPTaHHW), HE3AJEKHO BiJl TEHETUYHOI CcTaTi (Y XJION-
YHKIB — YOJIOBIUMH TIceBaorepMadpoauTi3M Ta MEPBUHHUK TimoroHaausm). Lle
CBIJUUTH TPO Te€, MO B MPCHATAIFHOMY MEPioi CTAaTEeBl 3aJI03U Y XJIOMYHKIB
He 3[]aTHI CHHTE3yBaTH AOCTATHIO KUIbKICTh aHnporeHiB. Lleil BapiaHT 3ycTpi-
yaetbesi B SInoHii Ta ckuagae 1:250 Tuc HoBoHapo/keHHX. OIHMH YOJIOBIK
i3 300 € reTepo3UTOTHUM HOCIEM.

Kniniuni nposisu. Y HOBOHApOKEHUX KIIIHIYHO — 1€ TIPOSIBA HEJAOCTATHOCTI
KOpH HAJIHUPHHUKIB, aX JO roCcTpoi HaJHUPHUKOBOI HEIOCTATHOCTI (HemocTaT-
HICTh KOPTH30JTy Ta MiHEPAJIOKOPTHKOIIB). Y HOBOHApOKEHUX HE3aJIEIKHO BiJl
KapioTHUITy 30BHIIIHI reHiTamii 3a ’iHo4MM TunoM. CUMITOMH HaJHUPHUKOBOI
HEJI0CTaTHOCTI 3'IBISIFOTHCS B MEpIli THXKHI KUTTS. HapocratoTe 03HaKH ciib-
YTPATHOTO CHHIPOMY, II0 B CBOIO YEpry MPU3BOIUTH J0 TOKCHKO3Y 3 EKCHKO30M.
ITpu naniit popmi XBopoOHU peecTpyeThesl HaliBUIIA CMEPTHICTD y MEPioj HOBO-
HApPOJKEHOCTI.



Jlabopamopni oani. Y cupoBaTIi KPOBi BUSIBISAIOTh Bucokuid piBeHs AKTT,
HU3BKUH piBEHb KOPTH30JIY, CTATEBHX TOPMOHIB, I1-IEOKCHKOPTHKOCTEPOHY,
aIbI0CTEPOHY, IMiABUICHIHA PiBeHb peHiHy. [ inepkamieMis.

JlikxysanHs HEOOXiTHO pO3MOYATH HETalHO TIIIOKOKOPTHKOIMAMH B 11031
10 Mr/m*/06y (TiZpOKOPTH30H) Ta MiHEpaNOKOPTHKOIIAMH ((IyIpOKOPTH30H
0,1-0,3 mr/mody). Y mepiox cTareBOTO MO3piBaHHS: U MIiBYATOK JIIKYBaHHS
MOEAHYETHCS 3 CCTPOTCHAMU Ta MPOrecTUHaMM. [liAmiTKaM 13 YOJOBIYUM
ncepnorepMadpoautuzMoM Ta XY KapioTUNOM HeoOXimHuid BUOIp crari
3 MOAAJBLINM JIIKYBaHHSAM 200 TECTOCTEPOHOM, a00 €CTPOTCHAMH.

1I. Heoocmammuicmp enzumy 3-f-2iopokcucmepoiooeziopozenasu

3-B-merigporeHasa mepeTBOPIOE IPETHEHOJIOH Yy nporectepoH. [Ipu mpomy
nedekTi 3MEHIIy€eThCs a00 MPUIHMHSETHCS CUHTE3 MPOTeCTEPOHY, SKHH mocigae
[EHTpaJIbHE MiCIle B MOAAJBIIOMY CHHTE31 MiHEPATIOKOPTHKOIIIB (AJIBIOCTEPOHY,
11-1€0KCHKOPTH30ITY), KOPTH30ITy Ta TECTOCTEPOHY.

Cunte3 17-TigpoKCHIIpEerHEHONOHY 1 nmerimpoemniangpoctepony (ATEAC-
cynme(at) He CTpaxIae, OCKUIBKH BiH HE MOB'SI3aHAN 13 3-AeTiAporeHasoro.

Kniniuni nposisu. Y HOBOHApOIKCHWX KIIHIYHI TPOSIBH HEZOCTATHOCTI
KOPTH30JIy Ta allbl0CTepoHy. [Ipw reHeTHmdHOMY dOJOBiYOMYy THHi (Kapio-
tun XY) 30BHILIHI T'eHITaNil MalOTh 3MILIaHUH XapakTep, ax 10 (OpMyBaHHS
YOJIOBIUOTO TceBaorepMadponuTu3My. Y niBuatok, yepe3 Hammumok J[I'EAC-
cynbdary, Kuil Mae cIabKy aHIAPOTeHHY aKTHBHICTh, CIIOCTEPIraeThCs YacTKOBA
MacKyJiHi3allis 30BHIIIHIX TeHiTanii (301IbILIEHHS KIIITOPA).

Jlabopamopni oani. Y cuposarili KpoBi Bucoka konuenrpariss AKTT, 17a-rigpo-
kcurnperuenonony ta II'EAC-cynbdary, Hu3bKi KOHIEHTpallii KOPpTHU30IIy, Mpo-
rectepony, neokcukoprukoctepony (JJOC), aapaocTepoHy Ta TECTOCTEPOHY.
CrioctepiraroTbes TilepKaJieMis Ta TimeppeHiHeMis. 3a IOTIOMOTOK MEITUKO-
TEeHETUYHOTO OCTIKCHHS BUSIBIISIETECS MyTamis reHa HSD3B2 Ha xopoTkoMy
redi 1 XpoMocoMHu, IO J03BOJIsIE AudepeHIIitoBaTy 3 iHmmMu Gpopmamu BIKH.

Jlikyeannsn. 3aMicHa Tepamis KOPTH30JIOM Ta MIiHEPaJOKOPTHKOIJaMH.
Crioyatky BBOIUTHCS KOPTH30H amerar 25 Mr BHYTpImmHbEOM's30Bo Ta 0,05 mr
GbynpokopTH30oHy (TIepopasibHO) yepe3 KoxHi 48 Toj MmiJi KOHTpOJIeM apTepi-
aJbHOTO THUCKY, PIBHIB Kallil0 Ta HATPiI0 B CUPOBATII KPOBI HPOTITOM MICSILIS,
TTCJISL YOTO TIEPEXOAsITh Ha MPUAMaHHS KOPTHU30HY areTar mepopaibHo. Y mepion
CTaTeBOTO IO3piBaHHA BHPINIYETHCS MUTAHHSA BHOOPY CTaTi Ta MPOBOIJUTHCS
JIiKyBaHHS a00 €CTPOTeHaMHU Ta MPOTeCTHHAMH, a00 aHIPOTEHAMH.

III. Heoocmammuicmo enzumy 17-a-2iopoxcunasu

Lle#t BapiaHT € JOCHUTBH piAKOIO Tarojoriero. Bnepme onucanuii y 1966 p.
BueHNM Beglieri. 17-o-Tigpokcuiasa nepeTBoproe nporectepoH y 17-rizpokcu-
MPOTECTEPOH Ta MPETHEHONOH — Y 17-rigpokcunpernenonoH. [Ipu HenocrarHocTi
17-a-TizpoKcuiia3yu B HAAHUPHUKAX CTPAXKAAE CUHTE3 17-TiIpOKCHIIPOreCTEpPOHY,
KOPTH30JIy Ta CTaTeBUX T'OPMOHIB (TECTOCTEpOHY Ta ecTpaliony) i CHHTE3
OCTaHHIX y crareBuX 3aino3ax. Yepe3 HagMipHy crumyssinito AKTT 36inbmry-



€TBCSI CHHTE3 IPOTECTEPOHY Ta ICOKCHKOPTHKOCTEPOHY, SIKHM Ma€ IOTYXHY
MiHEPaJIKOPTHKOINHY aKTUBHICTB.

Kniniuni nposisu odymosneri HammuikoMm JJOC i HeTOCTaTHICTIO KOPTU30ITY
Ta CTAaTeBUX TOPMOHIB (TecTocTepoHy). JWTHHA HAPOMKYETHCSA 3 KIHOUUM
(heHOTHIIOM, Y XJIOITYHUKIB CHOCTEPIracThCsl YOJIOBIYMI IICEBIOrepMadpOIUTH3M.
Hammmox IOC nposBisieThCs apTepialbHOO TIIEPTEH3IET0 1 TiNoKaTieMieTo.

Jlabopamopmi oawmi. Y cupoBariii KpoBI HU3BKHMH piBEHb 17-TigpOKCHIIPO-
TeCTepOHY, KOPTH30IIy, TecToCcTepoHy, peHiHy. Ilixpumeni pisai AKTT, nporec-
TEPOHY Ta JEOKCUKOPTHKOCTEPOHY. [ inmokaniemis.

Jlikysanus. TIOKOKOPTHKOINM, 30KpeMa IPeaHi30J0H, y cepemHiil 1o3i
7,5 mr. TlpenHi3onoH KOMIEHCYe Ae(ilUT KOPTU30JIY Ta HNPUTHIUYE rinepcek-
penito AKTT. Tlpu BUKOpHCTaHHI aleKBaTHUX 03 IMPEIHI30J0HY (200 iHImMX
[JIFOKOKOPTUKOIMIB)  HOPMAJI3yeThCsl  apTEpialibHUA  TUCK 1 CJICKTPOJITH
B CHpOBATIi KpoBi, HopMamizyeTrbcs cuHTe3 JOC. I3 mouatkoM cTareBOroO -
JI03piBaHHS J[iBIaTaM AOMAI0Th 0 Tepallii eCTPOreHH Ta MPOTeCTHHH, XJIOIMINKAM,
3aJICKHO BiJI BUPAXKCHOCTI IMCEBIOrepMaPpOIUTU3MY, ab0 TECTOCTEPOH, abo
KIHOUi cTaTeBi ropmMonH [3].

1V. Heoocmammuicmy 21-ziopokcunazu

et medexT € HAWOUTBII MOMIMPEHO MPUYMHOK BPOHKEHOI Timepruiasii
HaJTHUPKOBHX 3alio3 1 cknanae 90 % ycix Bunankie BJIKH. 21-rizpokcuiasa
MIEPETBOPIOE TIPOTECTEPOH Y AEOKCUKOPTHKOCTEPOH 1 1 7-TiApOKCHIIporecTepoH —
y neokcukoptuzon. Ilpum HemoctaTHOCTi 21-TiAPOKCHIAa3W CTPaXKAAE CHHTE3
JICOKCUKOPTH30IIy, KOPTH301y, 11-I€OKCHKOPTHKOCTEPOHY Ta allbJOCTEPOHY.
B cBOI0 uepry, 301IbIIYETHCS] yTBOPEHHS POTECTEPOHY, 17-TiIPOKCUIIPOreCTEPOHY
Ta CTaTeBMX TOPMOHIB y HaJHUPHHUKAX. Y CTaTeBHX 3aJ103aX CHHTE3 CTATEBHX
TOPMOHIB HE MOPYIIYETHCS, OCKUTLKH B HUX HEMA€E eH3uMYy 2 1 -TiApOKCHIa3H.

Leit nedexT 3ymoBieHuit yncieHHUMHU MyTamismu reHa CYP21.

Kniniuni nposseu 3anexarb Bl CTYNEHS BUPAXEHOCTI Je(eKTy EH3UMY
21-rigpokcrnasu. BHOKpEeMITIOIOTh TSDKKY — CUTBYTpaTHY (GopMy, Ta JieTiry GopMu
LLOTO CHHAPOMY — IPOSIBIISIETHCS BIPUIIBHOIO YW HEKJIIACHYHOIO (POPMOIO.

CinpyTpataa ¢popma BJIKH BHachimok medexty 21-rimpokciiasu po3BHBa-
€TbCSl TIPH IIMOOKOMY Ypa)keHHI (DepMEeHTY, KOJIIM HOro akTHBHICTh Maiike
BificyTHs. [TTMOOKMIA IeilUT )KUTTEBO BaXKJIMBUX TOPMOHIB KOPH HaJHUPHHKIB —
KOPTH30J1y Ta aJibJOCTEPOHY — MPU3BOIUTH JI0 PO3BUTKY rOCTPOI HATHUPHUKOBOT
HEJIOCTaTHOCTI 3 CHHJIPOMOM BTpaTH COJIi B MEPIIi JHI Ta THXHI KHUTTS HOBO-
HapopkeHoro. Ile mposBIsSETHCS TOABOIO 200 MOCHIICHHSM TillepIirMeHTaIi
LIKIPHOTO TTOKPHUBY, HApOCTAIOUMMM CHUMIITOMAMHU EKCHKO3y (BTpara piluHH,
3pUTYBaHHS, OIIOBAaHHS Ta MPOTPECHBHE 3HIDKECHHS MacH Tija). Big3HadaeTnes
MapMypOBICTb IIKIPHOTO ITOKPUBY, L1iaHO3, apTepiaibHa TiMOoTeH3is, TaXiKapIis,
3HIKEHHS M'SI30BOTO TOHYCY Ta pyxoBoi aktuBHOCTI. Ilpm maGoparopHOMy
oOcTeXeHHI Bi/l3HAaYa€ThCsl BUpaXKeHa Tinepkaniemis, rinoHarpiemis, na EKT —
O3HaKM Tinepkaiiirectii. be3 yikyBaHHA y TakuX IiTEH PO3BUBAETHCS TIKKE
00e3BOIHEHHS 1 JIETAIbHI HACIIIKH.

10



VY HiBYaTOK Ma€ MiCIe BipHITi3allisi 30BHIIHIX CTAaTEBUX OPTaHiB, IO B IMOE-
HaHHI 3 KAPTHHOIO HaJHUPHUKOBOI HEJOCTATHOCTI JO3BOJISIE CBOEYACHO BCTaHO-
BUTH JiarHO3 BPODKEHO] Tileprniasii. Y XJIOMIHKIB AiarHOCTHKA YCKIIATHIETHCS.

CBoeyacHa Tepartisi Ta CIIOCTEPEKEHHS MAIIEHTIB 13 PaHHBOTO BiKY NPU3BOIUTH
JI0 YCYHEHHS] TOPMOHAJIBHUX MOPYIIEHb, HOPMAJIbHOMY 3POCTAaHHIO Ta CTaTEBUM
J03piBaHHSM. Y BHIAIKaxX 3aTPUMKH 3pOCTY, IPOrPECYBaHHI CHMIITOMIB Hal-
JIMIIKY aHAPOTEHIB CBIAYUTH PO HEBIANOBIAHICTH 3aMicHOI Tepamii [11, 13].

Ipocma sipunvra gopma 2 1-ciopoxcunaznoi nedocmamuocmi PO3BUBAETHC,
KOJIM aKTHUBHICTH (pepMEHTY 4acTKoBO 30epekeHa. [lokazaHo, mo 30epekeHHs
2-5 % akTHBHOCTI 21-TiIpoKCcHIa3y 3an00irac po3BUTKY rOCTPOi HEJOCTATHOCTI
HATHUPHUKIB y TIEPIIi POKHU KUTTS TUTHHU. Ha mepmiomy 1oraHi mpu it ¢popmi
€ CHMIITOMH HaJMipHOTO BHUPOOJCHHS aHIpOreHiB. J[eOrT KIIHIYHOT KapTHHU
3aXBOPIOBAHHS, SIK PABUIIO, IIPUIA/IA€ HA BIK 2—5 POKIB 1 MPOSBISETHCS CUMITTO-
MaMH MEePEAYacHOr0 CTATEBOTO J03PIBaHH, POSBHU SKOT0 OyJIH OMHCAaHI paHillie.

MorkHa BUSIBUTH TPOSIBM XPOHIYHOI HaIHUPHUKOBOI HEIOCTATHOCTI, TaKi 5K
rimeprirMeHTanis WKipy Ta CIM30BUX OOOJIOHOK, M's30Ba ClaOKicTh, apTepi-
aJbHA TIMOTEH31s, IoTaHa MePEHOCUMICTh BUPAKEHUX (PI3MUYHIX HABAaHTAXKCHB,
rinonmikeMis. OnHaK M's30Ba CIa0KICTh MOYXKE MAaCKyBaTHCh aHAOOIIYHOIO JIIE0
AHJIPOTEHIB 1 HE IPOSBIATHCA y TITEH.

Kpuz roctpoi HagHMPHUKOBOI HEIOCTATHOCTI 3 CHHAPOMOM BTpaTd cCOJIi
TP TIPOCTiH BipWiIbHIN (OPMi PO3BHBAETHCS BHACHIIOK IMOPYIICHHS MEXaHI3MiB
KOMITeHcalil Ae(ilnTy KOPTH30Iy Ta ajbJOCTEPOHY. SIK NMpaBwiIo, KPU3 HATHHUP-
HHUKOBOI HEIOCTAaTHOCTI PO3BHMBAETHCS IIiJl 4ac TSKKOTO CTPeCy, CYIMyTHIX
3axBoproBaHb (I'PBI 3 BHCOKOIO TemmepaTyporo Tiia, TPaBMH, OIEPaTHBHI
BTpY4YaHHS, IHTCHCUBHI (i3MYHI HABaHTAKEHHS, ICHXOEMOIIiIHI CTpecH).

Coiz 3a3HaYKTH, 10 MPOCTA BipMiibHA (hOpPMa YaCTO AIarHOCTYETHCS HECBOE-
YacHO, OCOOJHMBO Y XJIOIYMKIB, TIPO IIe CBiq4aTh pi3Hi aBTOpH. Lle moB's3aHO
3 THM, IO y AIiBYATOK P HAPO/DKEHHI € BUPa)KeHI 30BHIIIHI 03HAKM BipHJIi3aLii,
10 BUMarae MOJAJBIIOI JIarHOCTHKM Ta CBOe€dacHOi Teparii. OmHak mnpu
MOBHI# MacKyJiHi3awil 0ci0 13 FTEeHETUYHO JKIHOYOI0 CTATTIO X YacTO OLIHIOIOTh
AK XJIONYMWKIB, 1JMIIE IepeayacHe cTareBe JO03piBaHHS 4YH 10T KpH3H
HaTHUPHUKOBOI HEJOCTATHOCTI CIIpHsie moAaibiii aiarnoctuui BJAKH.

HecBoeuacHa pmiarHocTHKa Ta JIIKyBaHHS XBOPUX 13 IPOCTOIO BipHIIBHOIO
dbopmoro BJIKH Mmae aesiki HeraTHMBHI HACHiKW: HA MOMEHT JiarHOCTHUKH BiJI-
OyBa€eTHCSI MPUCKOPEHHS 3aKPUTTS emidizapHUX 30H POCTY, MAI[iEHTH 3aJIHIIa-
I0TBCSI HU3BKOPOCIIMMH, BUHUKAIOTh NMPOOJIEMH 3 1IeHTH(IKALIIEI0 cTaTi JUTHHH.
B miteparypi onrcaHo YMMano KIiHIYHAX BUTAAKIB, KOJH JTiarHOCTHKA TPOCTOL
BipmiIbHOI (popMH 3IIHCHIOETBCST BXKE Y JAOpPOCIO] JIIONMHM 4epe3 Oe3rumis,
BUSIBIICHHS HOBOYTBOPEHb Y HAJIHUPHHKaX, L0 € YCKIAIHEHHSIM TPHUBAJIO
ICHYIOYMX TOPMOHAJIbHUX TTOPYLIEHb.

VYei xBopi 3 KIacHYHUMH (GopMaMu 2 1-TigpoKCHIa3HOi HEZOCTaTHOCTI
HOTPeOYIOTh IPU3HAYESHHS 3aMiCHOI Teparlil IIIOKOKOPTHKOiIaMu Ta MiHepaso-
KOPTHKOIJaMH, TPUYOMY I1[€ JTIKYBaHHs Mae OyTH pPO3I0YarTo sSIKOMOra paHilie.
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i HOBOHAPOKEHUX TiAPOKOPTH30H MPHU3HA4YaroTh y mo3i 10-20 mr/m?
Ha 1100y, ToJIiNeHiil Ha Tpy npuitManHs. B moxansmomy — 1015 mr/m*/n06y.

V nikyBaHHI HOBOHAPODKEHHWX 1 JIiTed PaHHBOTO BIKy YacTO OJArOTh
(ITyIpOKOPTH30H 1 HATPIIO XIOPH.

Po3noxin mo6oBoi 103U MPOTIATOM OHS Ma€e BPaxOBYBAaTH, 3 OJHOTO OOKY,
MIepioy aKTHBHOCTI MAIi€HTa, 3 1HIIOTO OOKY, MAKCHMAJIbHO TPUTHITYBaTH MK
cekpenii HaAHUPKOBUX F'OPMOHIB, 30KpeMa aHPOTCHIB, Y paHHI PAaHKOBI TOIMHU.
BeuipHs no3a moBuHHa OyTH HaHOLIBLION 1 NPUIMATUCS B MaKCHMalIbHO
Mi3HINA Yac, TOAI AK JCHHA J103a MOBHHHA OyTH MiHIMalbHOK. Y HOBOHAPOI-
KEHUX J1000Ba 1032 pO3MOAUISEThCS Ha 3—4 piBHI YacTWHH. Y JiTeil OUIbII
CTapIIOro BIKY Ta Y JOPOCIHX XBOPUX OPIEHTOBHHMA PO3MOALT H0O0OBOI 103M
riIpokopTU30Hy Mae Oyt Takum: o 6-8rom — 25-40%, o 14-15rom —
20-25 %, 0 21-23 rox — 40-50 %.

B ymoBax cTpecy (3axBOproBaHHA 3 (peOPIITHHOIO TEMIIEPATYPOIO, XipypridHi
BTpYYaHHS, TICHXOJIOTIUHI cTpecH) npu kinacuuHiii BAKH npoxykmist kopTuszory
HE MOXE 3/1iHCHIOBAaTHCS B aJICKBATHUX KIJTBKOCTSIX, IO BHMarae 301IbIICHHS
JI031 TITIOKOKOPTHUKOINiB. J[03a TipOKOPTHU30HY, 10 NPHUIMAETHCS TIEPOPATBHO,
MMOBHHHA OyTH 301TbIICHA.

[MauieHTH MOBHHHI PETENBHO CIIOCTEPIraTHCs Ha MPEAMET PO3BUTKY CHUMII-
TOMIB SITPOT€HHOTO TiNepKOpTUIN3MY (Habip Bard, MiABUIIEHHS apTepiabHOTO
TUCKY, TOsIBA CTpil, OCTEONEHis), y pa3i BHSBJIEHHS IMX CHMIITOMIB J103a
MIOBUHHA KOPUT'YBaTHUCSL.

AJICKBaTHICTh 7103 TJIFOKOKOPTHKOIMIB OIIHIOEThCS 3a piBHeM 17-OHP
B KpoBi. [Ipo mocTaTHICT MiHEPATOKOPTUKOIAHOI CKJIaOBOI Tepamil cBiayaTh
HopManmbHU piBeHb APII, 3HIKCHHI pIBEHb aJbJOCTEPOHY, HOPMAIBHUMA
piBens K i Na B kpoBi. [lomarkoBo (6axxano) mocnimkenast AKTI B quHamii.

Cmepma (nexnacuuna) Gopma HemocTaTHOCTI 2 1-TiIpOKCHIa3H XapaKTepu-
3y€ThCsl IMI3HIM IOYATKOM KIIIHIYHHMX TPOSBIB, IO BHU3HAYAETHCS YACTKOBUM
(3050 %) 3HMKEeHHAM akTHBHOCTI (pepMenTy. [leOroT 3aXBOpIOBaHHA BinOyBa-
€ThCsI, SIK MPABUIIO, B MEPIOJ CTATEBOIrO M03piBaHHs (70 abO0 Mmiciss MeHapXxe)
1 IPOSIBIISIETHCA Y AIBYAT CUMIITOMAaMH HaIMipHOTO BUPOOJICHHS aH/IPOTEHIB.

IHOmiI BUABNAETHCS aHAMHECTHYHHN B3A€EMO3B'A30K IOYATKy KIIHIYHUX
MIPOSIBiB HAJAMIPHOCTI aHAPOTEHIB i3 BUPAXEHUM CTPECOBHM BIUIMBOM (TpaBMa,
oreparis, ICUXOJOTIUYHUI CTpec), M0 CHPHYMHIE MaKCHMajbHE HANPYKCHHS
poboTr Kopu HaaHWUPHHKIB. [[o craTeBOro mo3piBaHHS OpraHi3M IiBUNHKH
PO3BHBA€ETHCS HOPMAIILHO.

[TposiBu HagMIpHOT MPOIYKIIT aHAPOTEHIB MOXYTh OyTH Pi3HOMAHITHUMHU:
TIOPYLIEHHS] MEHCTPYaJIbHOTO IUKITY Y BUIISIIIL OJliroMeHopel Ta (abo) ameHoped,
ripcyTH3M, ByIbrapHi ByrpH, ceOOpeiHHH JepMaTHT, aHApPOT€HHA allomelis,
LIMPOKI IUIedl NMPH BiTHOCHO BY3bKOMY Ta30BOMY HOsICi, TOJIIKICTO3 SIEYHHUKIB,
HE/IOPO3BMHEHHSI MOJIOYHHMX 3aJ103, TINOIUIA3is MaTKy, aMeHopest. MeHapxe 3a3Bnudait
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MOYMHAETHCS BYACHO, MEHCTPYalIbHUH IHWKJ, SIK IPaBHIO, HEPETYISPHUH,
i3 TSHOCHIIEIO [I0 3aTPHMOK, TIPOTPECYIOUl CHMITTOMH aHIPOTEHHOI JepMaTomaTii.
Ipu crepriit popmi BJIKH MoxImBI COHTaHHI BariTHOCTI, ajieé XapaKTepHO
CaMOBIJIbHE MPHUIIMHCHHS HA paHHIX TEepMiHAX PO3BUTKY 10 (OPMYBaHHSI
TUTATICHTH, III0 € PE3yJIETaTOM HEMOBHOIIIHHOCTI YKOBTOTO TijJla B yMOBaX TilepaH-
nporeHii. CHMIITOMH HaTHUPHAKOBOI HEOCTATHOCTI HE XapaKTepHi.

CuMnToMH rinepaHAporeHii y pi3HMX MaIiEHTOK MOXYTb IPOSBISTUCS
B PI3HUX KOMOIHAIisX. 3a JaHUMH PI3HUX aBTOPiB, y 21-50 % 1iBYaToK 3i CTEPTOIO
¢dopmoro BJIKH kiiniyHa kapTHHA Haraaye XBopoOy MOJIIKICTO3HHX SE€YHUKIB
1 BUpaXaeThcsl B KOMOiHAMIl TipCyTU3MY Ta HNOPYIICHHS MEHCTPYaJbHOTO LUKITY
3 QHOBYJISILIIETO. JlesiKi aBTOpH BBAXKAIOTh, 110 XapaKTEPHUM JEOI0TOM CTEpOiqHOT
¢opmu BJIKH € nepenuache agpeHnapxe i HACTYITHI IIPOSIBU CUMITOMIB BipHJIi-
3amii. He xapakTepHUM Ui HHX € 3aTpUMKa POCTY, CEpeIHii 3picT KiHOYOT
crari 3i creproro gopmoro BJIKH cranoButs 165 cM i He BiApi3HAETHCA Bix
BiJITIOBITHHUX ITOKa3HUKIB 3I0POBHX JKiHOK [15].

Jlabopamopni oani. Iligsumennii piseas AKTT, 17-rimpokcunporectepony,
TECTOCTEPOHY B CHPOBATII KPOBI Ta HU3bKUI PIBEHb KOPTH30ILY, IEOKCHKOPTH-
KOCTEPOHY, aJIbIOCTEPOHY.

Jlixysanns nopibHe 10 JiKyBaHHS XBOpoOH AjaicoHa. IIpemHi3oloH — sK
3aMicHa Teparist AJsl KOMIIeHcalii Ne(iluuTy KOPTH30Jy Ta JJS NpPUTHIYCHHS
rinepcekpenii AKTT. Lle npu3BoANTh 10 3MEHILIEHHSI YTBOPEHHs 17-TiIpOKCH-
NPOTECTEPOHY Ta TECTOCTEPOHY B HaHUPHUKAX. Y pe3yibTaTi y JiBYaTOK
BiZIOyBa€ThCsl HOpMaJibHA (pemiHizaris.

[Ipu nocriiHOMY JTiKYBaHHI TIIFOKOKOPTHKOIAAMH KIHKH 3 IIUM TIOPYIICHHIM
HaBiTh MOXYTh Martu niteil. [lpm nerkiit dopmi gedimury 21-Tigpoxcrinazu
JKyBaHHS MiHEPaJIOKOPTHKOITaMH 3a3BHYAll HE TIOTPiOHE.

V. Heoocmammnicms 11-f-2iopoxcunasu

s dpopma 3ycTpivaeTses paziB y 10 piarre, ynm HegoCTaTHICTD 2 1-TigpoKcrasy.
11-B-Trigpokcuiasa nepeTBoOpIOE TEOKCUKOPTU30I Y KOPTH301 Ta 11-1eoKcHKop-
THUKOCTEPOH — Yy KopTtukoctepoH. Ilpum HemocrarHocti 11-B-rizpokcuiaszu
3MEHIIYETHCS CUHTE3 KOPTH30I1Y, a Mmijl BiuiBoM Hauiky AKTT 36inbuyerbes
CHHTE3 JIEOKCHKOPTUKOCTEPOHY, 17-TiIPOKCUIIPOreCTEPOHY, NEOKCHKOPTH30IY,
JAT'EAC-cynbpdary Ta TecTOCTEpOHY. Y CTaTeBHX 3aJ103aX MOPYIICHHS CHHTE3Y
TOPMOHIB HE BiOyBa€ThCA, OCKITBKH B HMX Hemae |l1-B-rizpokcmmaszm (sK
i 21-rizpokcunasn), fKi MOTPiOHI JHINE ANS CHHTE3Y MIiHEPAIOKOPTHKOINIB
Ta MIFOKOKOPTHKOI/IB.

Kniniuni nposieu XapakTepu3yrOThCsI HasBHICTIO apTepiasibHOI rimepreHsii.
JiByaTka uepe3 HaJIMIIOK TECTOCTEPOHY HAPOJUKYIOTHCS 3 PI3HUM CTYIEHEM
BUPA3HOCTI  Bipwii3alii, axX 70 XIHOYOTO  IICEeBJOrepMa(pOAUTHIMY.
VY XJIONMYMKIB Bi/3HAYA€THCS PAHHE CTATEBE JO3pIBaHHSA: CIIOYATKY MIBHIKE
3pOCTaHHs, HOTIM 3pOCTaHHS NPUITMHAETHCS Yepe3 PaHHE 3aKPUTTS 30H POCTY.
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Jlabopamophi Oani. Y cupoBatIli KpOBi HU3BKHUH PiBEHb KOPTU3OIY, ITiBU-
mieHi piBHi AKTT, nporectepony, T€0OKCHKOPTHKOCTEPOHY, 17-Tigpokcumporec-
TEpPOHY, TEeCTOCTEPOHY. [ imoKamieMist, 3HIKEHa KOHIICHTPALISI peHiHY B CHPOBATII.

Jlikysanusa — TPEAHI3O0NOH. Y HOCTaTHIA 1031 TpPEemHI30MI0H KOMIICHCYE
nedinut xopTH3omy, mpurHiaye cekpenito AKTI i mpoTsrom KOpoTkoro mepiomy
(5-7 nmuiB) xopurye A/l Ta rarbMye BipriIi3aliio y AiBYaTOK.

Leit Bun BJIKH y miBuaTok MOke MaTH Mi3Hii pO3BHUTOK, Y TIEPION CTATCBOTO
nospiBanus ("mybepratHa ¢opma'). J{o craTeBoro A03piBaHHS HISKUX BiIXUIICHb
Bil HOPMaJILHOTO PO3BUTKY Yy AiBUaTOK HeMae. B mepion crareBoro 1o3piBaHHS —
NIepBHHHA aMEHOpEsl, HE PO3BUBAIOTHCS MOJIOUHI 3aJ1031. XapaKTepHHUH PO3BUTOK
apTepiaibHOi rinepreHsii, ripcyTnsmy, a y BUpaKCHUX BUMAKax — BIpHIIi3aLlis:
30UIBIIY€EThCSL M'A30Ba Maca, (POPMYETbCS HYOJOBIYMH TUN (GIrypH, HU3bKHN
TOJIOC, BUPAXCHUH TipCcyTH3M, 3HAYHE 301IBIICHHS KIIITOpa.

VY nmeskux BWIIAIKaX, MPU MI3HBOMY MpOsiBI HemoctaTHOCTI 11-B-rimpok-
CHIIa3H, el neeKT Moke OyTH MOMIIIKOBO MPUUAHATHIA 3a cuHApoM KymmHra.
[potr cunapomy KymmHra CBITYHTH BIiACYTHICTH TYIYOHOTO OXHPIHHS,
CHHBO-0arpoBUX CTPiH, 3MEHIIEHHS M'A30BOi MaCH, TOPYIIEHHS TOJICPAaHTHOCTI
70 TIIFOKO3H 200 IyKpOBOTO Aia0eTy, HETaTUBHHUHN TECT i3 1 MI' IeKcaMeTa3oHy.
I3 mabopaTopHUX AaHUX: HU3BKUH PiBEHb KOPTH30Jy Ta Mi/JIBUIIEHA KOHIEHT-
pauist 170-TiIpOKCHIIPOTeCTEPOHY B CUPOBATIIl KPOBI.

VI. Heoocmammuicms anb0ocmepoHCcuHmemasu

JledhexT anbIoCTepOHCHHTETa3! TPOSIBISETHCS JINILE HEJOCTATHICTIO ajblo-
CTEpOHY, OCKUIBKHA CHHTE3 KOPTH30JIy He nopymenuii. Tomy Hammmoxk AKTT,
rinepruiasis KOpH HaJHUPHHUKIB 1 CHHTE3 YCiX T'OPMOHIB KOPH HaJHHUPHHUKIB
BiJICYTHI, OKPIM aJIbJJOCTEPOHY.

Kniniuni nposieu 3amexxatp BiJf BUPA3HOCTI NEPEKTy i CTYNEHs HEOCTAaTHOCTI
anpnoctepony. Ilpu BupakeHOMY e(eKTi COCTEPIiraroThCs TIMOTOHIS 1 Tilep-
KaieMis.

Jlabopamopni Oani. TligBuimeHi piBHI KaJifo i peHiHy B CHpPOBATII KpOBI,
3HIKEHUH BMICT allbI0CTEPOHY, HopMaibHa KoHIeHTpanis AKTT i koptuzony.

Jlikysanns: MiHEPAJIOKOPTUKOIIM — Quroapokoptu3on y mo3i 0,05-0,1 mr
OJIMH pa3 Ha JICHb.

VII. Heoocmamnicmo ensumy P450 apomamasu

Ha cporonmi BuaineHa HoOBa (opma >XiHOYOTo mceBaorepMadpoauTHU3MYy.
B ocHOBI 1eXHUTh IeeKT B €H3UMI apoMaTasH, KA 3a0e3redye nepeTBOPEHHS
TECTOCTEpOHY B ecTpamion. [Ipu mpomy nedekTi CHHTE3 KOPTU30Jy HE MOpy-
meHuni, romy Hajymok AKTT i rinepriasist Kopy HAJHUPHUKIB BiJICYTHI.

Y HOpMaJNbHUX YMOBAax Yy KOpi HaJHUPHUKIB €CTPAJi0JIy YTBOPIOETHCS JyXKe
Maslo, i ngedeKT apomarasd IPOSIBISIETHCA B XKIHOUMX CTaTeBHX 3aio3ax.
VY npeHaraJibHOMY TI€pioJli Yepe3 HeJOCTaTHICTh apoMaTa3H B SIEYHHKAX 3MEH-
LIYEThCS CHHTE3 CTPajioiy Ta 301IbLIYEThCS CHHTE3 TECTOCTEpOHy. JliByaTka
HapOKYIOTHCS 3 PI3HUM CTYIICHEM BHPaXEHOCTI BipHiIizaii.
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Y mepion cTaTreBOro IO3piBaHHA CIIOCTEPITalOTHCS MPOSIBH TilleproHaIo-
TPOMHOTO TimoroHaan3My. [1i] BIUIMBOM HaIJUIIKY JIFOTEIHI3yIOUOTO TOPMOHA
1 TECTOCTEPOHY MOXYTh PO3BHHYTHCS TIONIKICTO3HI S€YHWKH, TICPBHHHA
aMeHopes, BIpHIIi3M, 0CTeoropo3. 3pOCTaHHS ITiIBUIICHE.

Jlabopamopni Oami. Y mepiox cTaTeBOTO IO3piBaHHS B CHPOBATIi KpOBIi
BHCOKAa KOHIICHTPAIlis TOHAJOTPOIIHIB i HU3bKa KOHIIEHTPAIiSl €CTPaIiony.

Jlikyeanms: WAKIIIYHO €CTPaioN i IPOTeCTHHH.

MOHITOPUHI TEPANIT BAKH

CriocTepeKeHHsT 32 TMAI[iEHTaMHU TOYUHAETHCSI 3 MOMCHTY BCTaHOBJICHHS
JIIarHO3y Ta TPUBAE MPOTATOM BCHOTO JKUTTS, TIepea0adae MPOBEACHHS PEryJIAPHIX
MEIUYHHUX OIVISIIB, Ja0OpaTOpHUX Ta IHCTPYMEHTAJIBHUX OOCTEXKEHb 1 MpHU
HEOOX1THOCTI — KOHCYIBTAII CYMDKHIX CIICI[IaJIiCTIB I BUSBICHHS PU3UKIB
YK 03HAK MPOTPECYBaHHS 3aXBOPIOBAHHS Ta HAJAAHHS MEINYHOI, IICUXOIOTIYHOT
JIOTIOMOT .

MeTor0 CHOCTEPEKEHHSI € CBOEYACHE BHSBICHHS 3arOCTPEHb UM YCKIAJ-
HeHHA XBOpoOHW. lle IO3BONUTH MINTPUMYBATH PEMICII0 Ta SKICTh JKUTTA
nariedta 3 BJIKH.

XBopuMm Ha BJIKH pexomeHm0BaHO BECTH 370pPOBHH CHOCIO KUTTS JUIs
MOiATPUMKH HOPMaJbHOT MacH TiJla B MEXKaX CEepPeIHIX 3HAYCHb JJIS JaHOI CTaTi
Ta BiKy. [Ticist nocsirHeHHs 2 POKIB JKUTTSl PEKOMEHJOBAHO BU3HAYaTH KiCTKOBHUI
BIK OJIMH pa3 Ha pik. XjIomuukam i3 kiacuuroro Gpopmoro BJIKH pexomeHaoBano
nepioguuHe npoBeneHHst Y3/] siedok. [[iBuarkam 3a0e3MeduTH pEryispHe 00-
CTEXEHHS y THEeKOJIora.

Barpkam giTeid i3 BpOIHKEHOIO TiNepIUia3i€lo HaTHUPHHUKIB PEKOMEHIOBAHO
OTpPUMATH 3HAHHS MIOJ0 NPODUIAKTHKH HAJHUPHUKOBOI HexoctarHOCTi. [Ipu
HACTaHHI CEeKCyaJbHOI AaKTHBHOCTI OTOBOPHUTH THTAHHS KOHTpAIEMILil,
(epTHIBHOCTI Ta MIaHYBAHHS POHHU.

TECTOBI 3ABOAHHA
1. B sixuii ywac 100M B HOpMI € HaWBHILI MMOKa3HUKU KOPTH30JIy B KPOBI IpH
JOCIIiIKeHH?

A. O 6-7 200 panky. D. 0 20-22 200.
B. O 10-12 200. E. O 14-16 200.
C. 0 16-18 200.

2. 3aMiCHOIO Teparti€lo BPOPKEHOI rinepruiasii HaTHIPKOBHX 3aJI03 TpernapariB
BUOOpY Y AiTeH €:

A. Ilpeduizonon. C. iopoxopmu3on. E. Bimawmin A.
B. Incynin. D. Jexcamemason.
3. I3 IKMM reHOM TOB'sI3aHA MYTALlisl IIPU HEAOCTAaTHOCTI 2 1-rigpokcunasu?
A. CYP17-anvgha. C. CYPIIAL E. CYP2].
B. CYPIIB2. D. HSD2.
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4.Tlpn HEmOCTATHOCTI KOpM HATHUPKOBUX 3ajJl03 y TMAIiEHTIB HaidacTimie
piBEHB LIYKpY:

A. 3naxooumuecs 6 medcax @izionoziunoi Hopmu.

B. Cxunvnicms 0o cinoenikemii.

C. Busnauaemucsi nopyuieHHs moiepaHmiocmi 00 2ioKo3u.

D. Iopywenns anikemii namuye.

E. I'inepenikemisi.
5.Ha erani minOopy 103u MiHEpaJOKOPTHKOIAIB y AiTeH Ipu ClIbyTpaTHii
¢dopmi BJIKH ciin:

A. Obmedsicumu 824CUBAHHSL CONE 8 XAPHUOBOMY PAYIOHI.

B. Obmesrcumu 8xicusanus yykpy.

C. 36invuumu 821CUBAHHA YYKDY.

D. 36invuwumu xaniesmicui npooykmu.

E. 36invuwumu esxcusanns coni 8 Xapuo8omy payioHi.
6. st BcTaroBeHHs niarno3y BJIKH HaifuacTimie BHKOPUCTOBYIOTh BU3HAUCHHS:

A. Ilpocecmepony. D. TTT.
B. 17a-ciopokcunpocecmepony. E. JIT.
C. Incyniny.

7. JJabopaTopHi 03HaKH HETOCTATHOCTI 2 | -ripoKCcuIasu:
A. Iiosuwenuii pigens 1 1-0e30KCUKOPMUKOCMEPOHY.
B. Iliosuwenuii pisens I 7-2iopokcunpocecmepony.
C. Husvkuil pisens 0e2iopoenianopocmepomy-cyivphamy.
D. Hu3zvkutl pieenw 1 -0e30xcuxopmuxocmepomy.
E. Husvkuii pigens 17-2ciopokcunpozecmepoHy.
8. KiiniyanMu o3Hakamu 2 | -TiIpoKCHIa3HOi HeIOCTATHOCTI y HiTeH €:
A. 3ampumka cmamegoz2o po3gumky.
B. Husvkopocnicme.
C. Ilepeduachuii cmamesuti po36Umox.
D. Cnpasorcniii eepmaghpooumusm.
E. Biocmasanns xicmxogoeo Gixy.
9. JTaboparopauMu mposiBamu 11-0eTa-riIpoKCuIa3Hol HeTOCTaTHOCTI €:
A. 3nusicenuii pisens 11-0e3oxkcuxopmu3ony Kposi.
B. 3nuorcenuii pieenv AKTI .
C. Iliosuwenns akmuenocmi peHiny niasmu.
D. TTiosuwenuii pigens 11-0e30KCUKOPMU30y KpOosi.
E. Huzvkuii pigensv 17-2idpokcunpozecmepoHy.
10. O xoTpiii roanHI Kpale NpHU3HadYaTH BedipHE NMPUHAMAHHS IIIIOKOKOPTHKOINIB
13 nedinurom 21-rigpokcuiasu y aitei?

A. Jlo 18 200 seuopa. D. ZJo 19 200 geuopa.
B. ZJo 20 200 geuopa. E. ITicna 23 200 geuopa.
C. 0 21-22 200.
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BignoBiai oo TectoBux 3aBaaHb
1 2 3 4 5 6 7 8 9 10
A C E B E B B C D C

CUTYAUINHI 3ABOAHHA

1. Ha tpetio 100y micist HapOIKEHHS y MaJlfoKa 3'SBIJIMCH OJFOBaHHSA, TPOHOC,
O3HAKW JeTifparariii, TimoguHaMis, MOPYIICHHS CEePIIEBOTO PUTMY 1 JHXaHHS.
[Ipu ormsini cTaH QUTHHU BaXKKHM, MIKipa Cyxa, 3MOPIIEHA, BUPAKEHIH MapMy-
POBHIf MaTIIOHOK, aKkpoIiaHo3. Pedekcn 3HauHO mocnabneHi. Brpara macu tina
12 %. TlocumoroThes O3HaKH ekchkosy. Llyxop kpoBi — 1,5 mmons/m, K'—
5,91 mmons/n, Na'— 118,0 mmons/n. Koptusonm kposi (excmpec-meTon —
11 mxr/100 mn. Ha EKT" — o3naku rinepkaniiirecrii. BeraHoBiTe monepenHii
J1arHos :

Bionosios: rocTpa HENOCTATHICTh KOPH HAJTHUPKOBHX 3aJ103.

2.V niBunHKH 5 pokiB 3picT — 129 cM. Ckapru marepi Ha neperyacHuil cTaTeBUN
po3suTok y Buraai "adrenarche". O0'exTuBHO: TinepTpodis KiiTopa, yporeHi-
TaJbHUHN cuHyc. PeHTreH-Bik — 9 pokis. JlaboparopHi gociimkeHHs kposi: JII' —
0,08 MOg/mn, ®CI' — 0,81 MOg/min, ectpamion — 9 mr/mil, TPOJIAKTHH —
10 ar/mo, TTT — 1,7 MxO/mi, 17-OHP — 95 ar/mn. CrateBuii xpomatud — 23 %.
Kapiorum — 46XX. [Ipo sSKy aTo0TiFo MOXKHA CKa3aTH y JAaHOMY BHUITaIKy?

Bionosios: BIKH, BipunsHa popma, 21-TigpoKkcuiaa3Ha HETOCTATHICTb.

3. [diBumnui 1,5 mic. Ckapru Ha yacte OJIrOBaHHS HE3aJIEXKHO BiJ mpuiomy ixi,
BTpara MacH Tija, ciadkicTh. XBopie noHay 2 k. Hapoaunacs 3 Baroto 3 400 .
Tenepimwns Bara — 2 900 . Llkipa Omiga, miANIKipHA KIITKOBUHA BiICYTHS.
[enicononiouuii knitop. ToHu cepus nociabneHi, Taxikapais. Kainiii kpoBi —
9,6 MMoOITB/1T, HaTpih — 87 MMoOJIb/N. SIkuii HAWOUIBII BIPOTiMHHKA AiarHO3?
SIKi toctiKeHHS BApTO POBECTH /ISl BCTAHOBJICHHS 1arHo3y?

Bionogios: 1. BpomxkeHa rinepuiasis KOpu HaTHUPKOBHX 3aJ103.

2. Busnauenns piBas 17 OHP mporectepoHy, KOPTA30ITy KPOBi, KapiOTHII.
4. o cramioHapy HamiimoB ximomduk 2 mic. Ckapru: BigMmoBa Bim 1xki,
OmroBaHHA, MJIBICTE. Hamepemomui jikyBaBcs B iHQEKIIHHOMY BiIIiJICHHI
3 IPUBOJYy KHMIIKOBOI iH(eKii, ska mepedirana 06e3 ImiBUIICHHS TeMIIEpaTypH.
Bimomo, 110 muTHHA BiJ TPETHOI BariTHOCTI, TPeTi Moiory. [lepii 1Ba XIOMIMKI
MIOMEPJIH BiJ] KUIIKOBOi iH(ekmii y Bimi 1 Mic.

IIpu ommsai BupaxkeHi O3HAKM MAeTiAparariii, TimepmirMeHTaIlis IIKipHUX
MOKPHBIB, 3HAYHA TiMOTOHis M'A3iB. 30BHINIHI CTaTreBi OpraHu CcHOPMOBAHO
32 YOJIOBIYMM THIIOM, SIEYHUKM B KaJUTIIl HE BU3HAYAIOTHCS. SIKUi iMOBIpHO
niarao3? SIka TakTHKa JiKaps?

Bionosios: 1. BpomkeHa rinepruiasisi Kopu HaJHUPHHUKIB.
2. Tocmitamizarmist A0 BiIIiICHHS IHTGHCHBHOI Teparii Ta peaHimarii,
BU3HAYEHHS eJICKTPOJIITIB KPOBI, aKTUBHICTH peHiny, 17 OHP nporecrepony.
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5. Xmomumk 11 pokiB mepeOyBae Ha OONiKy B €HIOKPHHOJOra Ta IIeAiaTpa
3 IiarHo30M "BpokeHa OuC(YHKIISI KOpH HaTHUPHUKIB, CiIbyTpaTHa dopma'.
OTpumMmye 3aMiCHY Teparito TIIIOKOKOPTHKOITaMH Ta MiHEPaJOKOPTHKOIJaMH.
3BepHYBCS 0 TemiaTpa 3i ckapraMi Ha HEXXHTh, Kallelb, ITiJBUIICHHS TeMIIe-
parypu tina 1o 38,7 °C. XBopie nepry no0y. ki nii mikaps memiatpa?

Bionogiow: 1. Ilpu3nauntn cuMntoMaruaHe Jikysanas [ PBI.

2. Jns npodiaKTHKH HAJHUPHUKOBOI HEAOCTATHOCTI HEOOXiIHO 3011b-
LIMTH /03y IIIOKOKOPTUKOI/IB Ta MiHEPAJIOKOPTUKOIAIB y 2 pa3d Ha MOMEHT
XBOPOOH 3 MOAANIBIINM ITOCTYIIOBUM 3HW)KEHHSIM 11031 1 pa3 Ha 3 aHi.
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