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AHAIN3 PA3XOO/E®EKTUBHOCT HA KOMBUHUPAHUTE
TEPAMNWU (SGLT2 UHXUBUTOPU/DPP-4 UHXUBUTOPMW)
3A NNEYEHUE HA 3AXAPEH OAWABET TUIM 2 B BBJIFTAPUA

T. Bekoe', Aa. LlaHoeaz uMm. ﬂpaaauosaz
1®aKynmem rno ¢papmauyus, MY — lNneeeH
2GDaKynmem rno obwecmeeHo 30pase, MY — lNneeeH

Pestome. Llen Ha nscnegBaHeTo € MogenvpaHe Ha NoKanHu AaHHW 3a
pasxoaM M 34paBHU MOM3N Ha anTepHATUBHWUTE Tepanuu C MHXMOUTOpPM Ha
aunentnamn nentuagasa 4 (dipeptidyl peptidase 4 inhibitors, DPP-4i) n nnxu-
6UTOpN Ha HaTPUEBO-TINIOKO3HUS KOTpaHcnopTep 2 (sodium/glucose cotrans-
porter 2 inhibitors, SGLT2i) npu guabet tun 2 (type 2 diabetes mellitus,
T2DM). KocBeHOTO cpaBHeHue, 6a3npaHo Ha MPEXOB MeTaaHanus, yctaHo-
BsBa, 4ye ertugliflozin + sitagliptin (ERTU/SITA) gomuHupa dapagliflozin +
saxagliptin (DAPA/SAXA) n empagliflozin + linagliptin (EMPA/LINA) ¢ nogo6-
peHV TepaneBTUYHWU pe3ynTaTh U MNO-HUCHK pa3xon 3a roAuLLHO fieyeHne Ha
naumeHTn ¢ T2DM. DAPA/SAXA e pa3xoaHO edekTnBHa Tepanus B CpaBHe-
Hne ¢ EMPA/LINA (ICER 16 500 nB./QALY) oT rmegHa Toyka Ha obuionpue-
TUS npar 3a pasxogHa eeKTUBHOCT OT TPUKPATHO yBENUYEHUs OpyTeH BbT-
peLleH NpoAyKT Ha 4YoBeK OT HaceneHueTo. ChbluecTByBa BEPOSATHOCT CbOT-
BeTHO < 18% u < 26% nekapcteeHute Tepanun DAPA/SAXA n EMPA/LINA
Oa 6baaT pasxogHo edekTMBHM B cpaBHeHne ¢ ERTU/SITA camo npu xuno-
Tes3a, 4Ye roavLHnTe pasxoam 3a neyeHme 6baart HamaneHn cboTBeTHO ¢ 15%
n 8%. Pesyntatute OT HacToslaTta OLEHKa Ha 34paBHUTE TEXHOMOrMM 3a
nevyeHne Ha T2DM ce noTBbp)KoaBaT OT OLEHKA Ha CbLUMTE TEXHOSOIMM,
nposeeHa B CALL.

Knroyoeu dymu: 3axapeH duabem mun 2, kombuHupaHu mepanuu, SGLT2 uk-
xubumopu, DPP-4 uHxubumopu, aHanu3 pasxod/echekmugHocm

EHOokpuHHM 3abonsBeaHus, 48, Ne 1, 2019 3



A COST-EFFECTIVENESS ANALYSIS OF COMBINED THERAPIES
(SGLT2 INHIBITORS/DDP-4 INHIBITORS) FOR TREATMENT
OF TYPE 2 DIABETES MELLITUS IN BULGARIA

T. Vekov', D. Tsanova® and M. Draganova®
1Faculty of Pharmacy, Medical University — Pleven
2Faculty of Public Health, Medical University — Pleven

Abstract. The aim of the study is to model local data on costs and
health benefits of alternative therapies with the inhibitors of dipeptidyl
peptidase 4 inhibitors (DPP-4i) and the inhibitors of sodium/glucose
cotransporter 2 inhibitors (SGLT2i) in type 2 diabetes mellitus (T2DM). An
indirect comparison based on a network meta-analysis found hat
ertugliflozin + sitagliptin (ERTU/SITA) dominates dapagliflozin +
saxagliptin (DAPA/SAXA)) and empagliflozin + linagliptin (EMPA/LINA)
with improved therapeutic results and lower expenses for the annual
treatment of the patients with T2DM. DAPA/SAXA is a cost-effective
therapy in comparison with EMPA/LINA (ICER BGN 16,500/QALY) from
the point of view of the commonly accepted threshold of cost-effectiveness
of three times gross domestic product per capita. The possibility exists
that the drug therapies DAPA/SAXA and EMPA/LINA could be cost-
effective, < 18% and < 26%, respectively, in comparison with ERTU/SITA
only under the hypothesis that annual costs for treatment are decreased
with 15% and 8%, respectively. The results of the present assessment of
health technologies for treatment of T2DM are confirmed by the
assessment of similar technologies made in the USA.

Key words: type 2 diabetes mellitus, combined therapies, SGLT2 inhibitors,
DPP-4 inhibitors, cost-effectiveness analysis

BbuBepgeHue

3axapHusaTt guabet tvn 2 (type 2 diabetes mellitus, T2DM) e
XPOHWYHO NPOTUYALLO MeTabonuTHO 3abonsBaHe, XapakTepuaupatlo
Ce C XUMEPIIINKEMMS, KOSTO € pe3ynTaT OT HapyLUEHUEe Ha MHCYMHO-
BaTa CeKpeuusi, HCYNMHOBOTO OEeNCTBNE unu Ha asete 3aegHo [1]. C
HanpeaBaHeTo Ha 3abonsBaHeTo T2DM npuumHsBa yBpexaaHe Ha
KPbBOHOCHUTE CbAOBE M NepudepHUTe HEPBU, KOETO onpeaens cuc-
TEMHUTE 1 NTOKANTHUTE YCNOXHEHMS.

EnvgeMuonornyHnTe gaHHU onpeaensaT 3axapHus avabeT kato
coumanHo 3Haummo 3abonseaHe. lNpe3 2012 r. 6onHMTe OoT AnabeT B
cBeTa ca 6unu okono 366 MIH. NaumeHTn, KaTo ce ovakBa OpoAT UM
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Oa HapacHe o 552 mrH. kbm 2030 r. Npes cblata roguHa CMbPTHU-
Te crnyyam B cBeTa Bb3nu3art Ha 4,8 MnH., a HanpaBeHuTe pasxoam 3a
neyeHune Ha 3abonssaHeTo HaaxebpnaT $471 mnpa. [2].

B Bvnrapusi npegnonaraemmuat obuw, Opor Ha naumeHTUTe CbC
3axapeH guabet npes 2012 r. e okono 577 124 (9,6% ot HaceneHue-
To = 20-roguwHa Bb3pacT), kato npubnuamtenHo 426 831 (73,9%)
naumMeHTM ca C guarHocTuumpaHo 3abonsiBaHe, a okoro 150 293
(26,1%) octaBaT HegnarHocTMumpanm [3].

AHanu3bT Ha OUHaMyKaTa B pasnpocTpaHeHWEeTo Ha 3abornsBa-
HeTo B bbnrapus nokassa HapacTtBaHe oT 5,09% (312 000 guarHoc-
TMuMpaHu nauneHTn npes 2006 r.) go 7,1% (426 000 guarHocTuumpa-
HM naumeHTn npe3 2012 r.). CnegosatenHo 6poAT Ha AvabeTnumTe
npes To3u nepuon € HapacHan ¢ ~115 000 naumeHTn, unu cpegHo
roguwwHo ¢ 23 000 naumeHTw.

CbBpemeHHaTa Tepanus Ha T2DM BkntovBa nekapcTBEHU Mpo-
OYKTW OT rpynute Ha uWHXMbuTopuTe Ha Avnentugun nentugasa 4
(dipeptidyl peptidase 4 inhibitors, DPP-4i) n nixubutopute Ha HaTpu-
€BO-TTIOKO3HMSA KoTpaHcnopTep 2 (sodium/glucose cotransporter 2 in-
hibitors, SGLT2i).

MonobpeHnAT rmukeMmdeH KOHTpoOr, HabnpasaH cneq npuno-
eHue Ha DPP-4i, Han-BepoaATHO ce ObIKMN Ha NoBuLLIABaHE Ha HUBa-
Ta Ha aKTMBHWUTE MHKPETUH XOPMOHU. NHKPETUH XOPMOHWTE, BKIHOUU-
TenHo rniokaroH-nogodbHuat nentna-1 (GLP-1) u rmokososasucumuaT
nHcynuHotponeH nonunentug (GIP), ce ocBoboxaaBaT OT TbHKUTE
YyepBa, KaTo HMBaTa UM ce NoBuLaBaT Npu xpaHeHe. MIHKpeTuHnTe ca
YyacT OT eHAOoreHHa cMcTemMa, yvyacTealla BbB huanonornyHaTa pery-
naums Ha rnoKo3HaTa xomeocTtasa. Korato KOHUEeHTpaumsita Ha KpbB-
HaTa 3axap e nosuweHa, GLP-1 n GIP noBuwaeaT cnHTE3a M OCBO-
OoXaaBaHETO Ha WHCYNWH OT MaHKkpeaTudHuTe OeTa-kneTkn upes
BbTPEKNETbYHM CUTHANHW Bepurn [4].

SGLT2 e OCHOBHUAT TpaHcnopTep, OTrOBOPEH 3a peabcopbuns-
Ta Ha rnoko3a OT roMepynHusa dounTpat obpaTHO B LMpKynaumsaTa.
Bbnpekn HanuumeTo Ha xuneprnnkemust npu T2DM, peabcopbuusTta
Ha cpunTpmpaHaTa rnko3a npogbmkaea. SGLT2i nogobpsasaT cTon-
HOCTUTE Ha rNioKo3aTa B KpbBTa KaKTO MOCTNpaHAMAnHo, Taka 1 Ha
rmagHo, Ypes3 HamansiBaHe Ha 6bOpeyvHaTa peabcopOumst Ha rMKo3a,
KOeTo BOAM A0 MOBMLLEHA EKCKPeLMS Ha FMoKo3a ¢ ypuHaTa [5].



PasnuyHuaTt mexaHnsbMm Ha genctsne Ha DPP-4i n SGLT2i on-
penens CUHepruyHnsa edekt Ha KOMOMHMPaAHOTO MM MPUNOXEHNe 3a
rievyeHune Ha naumeHTn ¢ T2DM.

Peructpupanute B bbnrapusa kbm 2018 r. nekapctBeHu npoayk-
Tn ot rpynata Ha DPP-4i n SGLT2i, kouTo ce nsnonssaTt B KNMHWUYHA-
Ta npakTvka kato KombuHupaHu Tepanun, ca empagliflozin + linaglip-
tin (EMPAJ/LINA), dapagliflozin + saxagliptin (DAPA/SAXA) u ertugliflo-
zin + sitagliptin (ERTU/SITA).

B pesynTart Ha yBenuyaBalluTe ce Bb3MOXHOCTM 3a TepanesTu-
YyeH n3bop e HeobxoaMMo Aa GbAaT OLUEHEHU KakTO cpaBHWUTeNHaTa
TepaneBTMYHaA edhmkacHOCT M Be30NacHOCT Ha pasNUYHUTE anTepHa-
TMBW, Taka U ePEeKTMBHOCTTA Ha pa3xoauTe. 3a uenTta e npuioxnmo
M3non3BaHeTo Ha aHanu3 oT Tuna pasxon/edekTuBHOCT (cost-
effectiveness analysis, CEA).

Len Ha u3cnegBaHeTo € MOLENUpaHe Ha JoKanHW AaHHU 3a
pasxoaum u 3apaBHU nonsu Ha antepHatuBHUTe SGLT2i/DPP-4i Tepa-
nuu, nNpegHasHadyeHn 3a nevexHve Ha T2DM, n peanusnpaHe Ha koc-
BEHO CpaBHeHWe, GasvpaHO Ha MpeXoB MeTaaHanu3. Bxopgsawmre
[aHHM B MoOferna ca OLUEeHEeHUTe TepaneBTUYHa edmkacHocT n 6e3o-
NacHOCT B paHAOMU3MpaHUTe KIUHWYHK n3nuteaHua NCT 01734785
[6], NCT 02547935 [7], NCT 02036515 [8].

MaTepMan n metToaun

MopenvpaHu ca gaHHu 3a GbAelum 3ApaBHW MOM3N U Pa3xoau
ypes cToxacTuyeH MukpocumynauuoHeH mogen ECHO-T2DM [9]. B
MoJena ca BKMYEeHN BCUMYKM BB3MOXHMW 3A4paBHU CbCTOSHWSA, OTpa-
39BalWy xoda Ha 3abonsBaHeTo, M ca NpeaBuMOEHU BCUYKM BEPOST-
HOCTM 3a npexon OT eOHO 34paBHO CbCTOsHWE B Apyro. Bxopswwmre
OaHHM B MoAena ca MbPBUYHWUTE KPANHW TOYKM (MPOMSIHA Ha HMBOTO
Ha rnMkupaHus xemornoduH, HbA1c) n BTOPUYHWUTE KpPalHW TOYKM
(npomsiHa Ha HMBOTO Ha nnasmeHaTa rniokosa Ha rmagHo, FPG) B
UMTMPaHUTE PaHOOMU3UPAHWN KIMHUYHW M3NuTBaHuA. BpemesuaTt
XOPU3OHT Ha Modena e 40 XMBOT. Pa3xoauTe 1 nonsurte ca OUCKOH-
TupaHu ¢ 5% roguwHo. N3bpaHaTta nepcnekTuea e rnegHaTa Todka Ha
TpetaTa cTtpaHa nnartey. OCHOBHUTE eNeMEHTU Ha MPUMOXKEHUSA MO-
[en ca npeacraBeHu B Tabn. 1.



Ta6bnuua 1. EnemeHT\ Ha aHanusa

EnemeHTH Ha aHanusa Mapametpu

CpaBHUTENHM anTepHaTMBH EMPA/LINA, DAPA/SAXA, ERTU/SITA
AHanu3 Ha nepcnexkTueata MepcnekTuBa Ha nnareya

Bpemesw Xxopu3oHT [o xumBoT

MeTog Ha aHanu3a CEA

lMon3u 3a 3npaBeTo QALY

MeTop 3a NMYHOCTHA OLIEHKa Ha NON3UTE 3a 3ApPaBeTo EQ-5D

BkntouBaHe Ha NPOM3BOACTBEHN Bb3AENCTBUS He e npunoxumo

[nckoHTupaHe 5% roguwwHo 3a pasxoAuTe 1 nonauTe
MeTopq 3a oLeHKa Ha HecUrypHOCTTa PSA

W3nonssanu cokpaweHus: EMPA — empagliflozin, LINA - linagliptin, DAPA - dapagliflozin, SAXA - saxa-
gliptin, ERTU - ertugliflozin, SITA - sitagliptin, CEA - cost-effectiveness analysis, QALY - quality-adjusted
life years, PSA — probabilistic sensitivity analysis

lMpoBedeH e aHanu3 pa3xon/edPeKTUBHOCT U € U3YUCIIEHO WHK-
PEMEHTANHOTO CbLOTHOLLEHNE Ha AOMbIHUTENHU Pa3Xxoan U AOMbIHK-
TenHu 3gpaBHu nonau (incremental cost-effectiveness ratio, ICER) Ha
antepHaTusHuTe SGLT2i/DPP-4i Tepanun 3a neyeHne Ha nauneHTu c
T2DM.

Pesyntatu

B aHanusa ca Bkno4eHu Bb3pacTHU naumeHtn ¢ T2DM, kouto
UMaT He3a40BONUTENEH MMUKEMUYEH KOHTPON C NpeaxogHa KoMOuHK-
paHa Tepanus, obnkHoeHo DPP-4i/MET.

CTpykTypata Ha aHanusa BKMYBa MoJenupaHe Ha 34paBHUTE
nonsu n pasxogn Ha EMPA/LINA, DAPA/SAXA, ERTU/SITA, B cpas-
HeHue ¢ DPP-4i npu uenesata rpyna nayueHTu.

CpaBHUTENHUAT aHann3 Ha AaHHWUTEe 3a TepaneBTuYHa edukac-
HOCT 1 6e30MacHOCT, MU3BMEPEHU U OLEHEHN KaTO MbPBUYHM N BTOPUY-
HW KpamHW TOYKM, KAKTO U CTPYKTypaTa Ha paHOOMMU3NPaHUTE KIMHUY-
H1 nanuteaHusa NCT 01734785, NCT 02547935, NCT 02036515 ca
npegcraBeHu B Tabn. 2.



Ta6bnuua 2. CpaBHMTeneH aHanu3 Ha CTpPyKTypata u Au3aiHa Ha KNMHUYHUTE U3NUTBaHUA

Mapametbp

NCT 01734785

NCT 02547935

NCT 02036515

Llen Ha nsnuteaHeTo

[loka3ssaHe Ha edpmkacHoCT

1 6esonacHocT Ha EMPA/LINA

B cpaBHeHue ¢ LINA npu naumeHTy
c T2DM

[lokasBaHe Ha edpmkacHoCT 1 Ge3onacHoCT
Ha DAPA/SAXA B cpaBHEHME C MOHOTEpanys
npv naumeHTv ¢ T2DM, anbymuHypus

1 6BOpeyHo yBpexaaHe

[lokassaHe Ha edukacHocT

1 6esonacHoct Ha ERTU/SITA
B cpaBHeHMe cbe SITAIMET
npu nauueHtn ¢ T2DM

dasa

[nzaitH

PaHaoMU3NpaHo, 3acneneHo, napanesnHo,
KOHTPOMMPaHO, MyMTULIEHTPOBO
KIMHWYHO W3NUTBaHe

PaHpgomuanpaHo, 3acneneHo, napanento,
KOHTPONUpaHo, MyNTULEHTPOBO KNUHUYHO
n3nuTeaHe

PaHpgomuanpaHo, 3acneneHo,
napanenHo, KOHTPoNMpaHo,
MYNTULEHTPOBO KNMUHUYHO U3NUTBaHe

Llenesu naupeHT

Maumentn ¢ T2DM 1 He3agoBonUTENEH
TTIMKEMUYEH KOHTPON C NPeaXoaHa
Tepanus

Maumentn ¢ T2DM 1 He3agoBONUTENEH
FIIMKEMIUYEH KOHTPOI C NpeaxoaHa Tepanus

MaupeHTn ¢ T2DM 1 He3agoBonMTENEH
TMIMKEMUYEH KOHTPOI C NPESXoaHa
Tepanus

Bpoit nauueHTn 607 459 464

Tepanus I'rp. —LINA I rp. - DAPA 10 mg I'rp. — ERTU 5 mg/SITA
Il rp. — EMPA 10 mg/LINA [I'rp. — DAPA 10 mg/SAXA II'rp. - ERTU 15 mg/SITA
Il rp. — EMPA 25 mg/LINA [l rp. — SAXA Il rp. - SITA

[TbpBIYHa KpaitHa Touka HbA1c HbA1c HbA1c

BTopuyHa kpaitHa Touka FPG, BWC FPG FPG

M3nonseaHu cukpaweHusi; HbA1c — rukupaH xemorno6uH, FPG — nnas3meHa rmtokosa Ha rnagHo, BWC — npomsiHa Ha TenecHoTo Termno




Mopaan aHanormyHua Av3anH, Lenesn nauveHTu, TepaneBTuy-
HW anTepHaTneun un KpaVIHM TOYKMN B U3NUTBaAHUATA € Bb3MOXHO KOCBe-
HO CpaBHeHMe Ha MogenvpaHuTe 34paBHV MOMN3M Ha anTepHaTUBHUTE
SGLT2i/DPP-4i Tepanuu.

Mop,enmpaHMTe 34paBHN Non3n B NpuUnoXxeHnda MUKpocumyna-
LUMOHEH MOAen ca U3MepeHu KaTo creyeneHy rognmHu XuMeoT ¢ 4obpo
kayecTBO (quality-adjusted life years, QALY) n ca Bknto4eHn B Kocse-
HO CpaBHeHME Ype3 MpexoB MeTaaHanuns. CTpyKkTypaTa Ha MpexoBUst
MeTaaHanus e npeactaBeHa Ha dwur. 1.

DAPA/SAXA

V4
AQALY \\ AQALY
+0,007 / +0,012
AS
AQALY N
+0,137 N

EMPA/LINA|[ € ——————— ERTU/SITA

AQALY +0,019

®ur. 1. CTpykTypa Ha MpexoBusi MeTaaHanm3

B mogena ca BKMYEHW pasxoauTe 3a  anTepHaTUBHUTE
SGLT2i/DPP-4i Tepanun 3a neveHne Ha T2DM. Opyrv GONHUYHN nnn
N3BBLHOOMHUYHM 3OpaBHM pas3xodu He ca BKMYBaHW, 3allOTO Te ca
MOEHTUYHU 3@ CpaBHsIBaHUTE Tepanuu, nopagu KoeTo ca npeHebper-
HaTK 3a HYXXOUTE Ha HaACTOALWMWS aHanu3 pas3xon/edeKTMBHOCT Ha
34paBHUTE TEXHOMOIN.

M3non3eaHuaT uMkbn B Mogena e wectMeceveH, cbobpaseH e ¢
BPEMETO 3a TepaneBTUYEH OTFOBOP M HaNMYHUTE AaHHW OT paHAOMM-
3MpaHnUTe KIMMHUYHU U3NUTBaHWUS.

Pasxogute 3a cpaBHsiBaHuTe antepHaTuBHu SGLT2i/DPP-4i Te-
panuu ca m3dnucrneHn Ha 6asa permcTpMpaHu OO30BW PEXMMU U pe-
depeHTHN ueHn B [1o3MTUBEH NEeKapCTBEH CMUCHK KbM OKTOMBPU
2018 r. JaHHuUTe 3a pas3xoauTe 3a eQHOroAuLleH TepaneBTUYeH Kypc
ca npeacrtaBeHu B Tabn. 3.



Tabnuua 3. Pazxoau 3a neyeHve Ha T2DM c antepHatuBHu SGLT2i/DPP-4i Tepanun

NexapctBeHa | [lo3upoBka Konuyectso PedhepeHTHa CroiHocT
Tepanus 1 Ha4mMH nexapcTBeH LeHa, ne./mg Ha pa3xopaa
Ha NpunoXeHue | MPOAYKT 3a FOAULIEH 3a rogvHa
UMKBLR, mg Tepanwus, nB.
DAPA/SAXA | DAPA-10mg DAPA - 3650 DAPA - 0,2696 2097,84
BEHbX AHEBHO SAXA - 1825 SAXA -0,6103
SAXA-5mg
BEAHbX AHEBHO
EMPA/LINA EMPA - 10 mg EMPA - 3650 EMPA - 0,2769 1982,32
BEAHBLX JHEBHO LINA - 1825 LINA -0,5324
LINA-5mg
BEAHbX AHEBHO
ERTU/SITA ERTU-5mg ERTU - 1825 ERTU - 0,58573 1868,31
BEeAHbX JHEBHO SITA - 36 500 SITA-0,0219
SITA-100 mg
BEAHbX AHEBHO

MbAHUAT MKOHOMUYECKU aHanM3 OT Tuna pasxon/eeKTMBHOCT
M3NCKBa CPaBHWUTENEH aHanu3 KakTo Ha pa3xoguTte, Taka U Ha Tepa-
NeBTMYHUTE MNON3N 3a NaumeHTuTe, n3paseHn B QALY [10]. CnegoBa-
TenHo obLonprMeTnsT MeTOZONOorMYeH Mnoaxond e pesynratute oT
aHanusa pasxop/edpektnBHocT (CEA) ga 6bgaT npeacraBeHWM Kato
WHKpeMeHTanHo cboTHoweHue (ICER) Ha gonbnHuTenHu pasxogu (A
costs) n gonbnHUTeNHn 3gpasHu nonsu (A QALY) Ha anTepHaTuBHUK-
Te SGLT2i/DPP-4i Tepanun 3a neyenne Ha T2DM. [aHHuTe ca npea-
cTaBeHu B Tabn. 4.

Ta6bnuua 4. A QALY, A costs, ICER Ha anTepHaTtuBHuTe SGLT2i/DPP-4i Tepanum 3a
neyeHuve Ha T2DM

AnTepHaTUBHU Tepanumn A QALY A costs, nB. ICER, nB./JQALY

DAPA/SAXA vs. EMPA/LINA +0,007 +115,52 16 500 nB./QALY

ERTU/SITA vs. DAPA/SAXA +0,012 -229,53 ERTU/SITA gomunupa

ERTU/SITA vs. EMPA/LINA +0,019 -114,01 ERTU/SITA nomunnpa
O6cbxpaHe

ERTU/SITA gomnHupa DAPA/SAXA n EMPA/LINA ¢ nogobpeHun
TepaneBTUYHM Pe3ynTaTh U NO-HUCHK pa3xon 3a roguilHa nekapcree-
Ha Tepanus Ha naumeHTn ¢ T2DM.
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DAPA/SAXA e pa3xogHO edeKkTMBHA Tepanusi B CpaBHEHUE C
EMPA/LINA (ICER 16 500 nB./QALY) oT rmeaHa Touka Ha obLionpue-
TMS npar 3a pa3xogHa e(eKTMBHOCT OT TPUKPATHO YBenunyeHus 6py-
TeH BbTPeLLEH NpoayKT Ha YoBek oT HaceneHneTo (ICER =< 3 x BBI).

lMpu NpoBexadaHe Ha e4HOMOCOYEH aHanM3 Ha YyBCTBUTESTHOCT-
Ta C BapvpaHe Ha napameTpuTe 3a pasxoau U nonsv B 4oBepuTeneH
nHtepean + 20% okono cpegHaTa CTOMHOCT Ha BCEKM MapameTbp,
pesyntaTute 3a MHKpeMeHTanHoTo cboTHoweHne ICER He ce name-
HAT CbC CTATUCTUYECKN 3HAYMMN CTONHOCTMW.

CoblyecTByBa BEPOATHOCT CbOTBETHO < 18% U < 26% nekapcrae-
HuTe Tepanun DAPA/SAXA n EMPA/LINA ga 6boat pasxogHo edek-
TMBHM B cpaBHeHne ¢ ERTU/SITA camo npu xvnoTesa, 4e roguliHuTe
pa3xoau 3a neyeHve 6vaaT HamaneH cboTBeTHO € 15% 1 8%.

CwvnHuTe cTpaHu Ha U3Non3BaHUs MOAEN ca, Ye BXOOHWUTE OaHHU
ca pesynTtaT OT NPOBEAEHN MHOIOLLEHTPOBU PaHOOMMU3MPaHN KIMHWY-
HU M3NUTBaHUSA. [JOMbAHUTENHN CUNHU CTPaHM Ha aHanu3a ca M3nosn-
3BaHETO Ha KOCBEHO CPaBHEHUE Ype3 MPEXOB MeTaaHanua Ha anrtep-
HatnBHuTe SGLT2i/DPP-4i Tepanun 3a neyeHne Ha T2DM, koeTo
noBMLIaBa BbHLUHATA BaNMAHOCT Ha NOoMny4YeHuTe pesynrtaTu.

MopenupaHeTo Ha JaHHW 3a 30paBHM MOMN3M U pasxoau crnen Kpast
Ha KIMHUYHUTE W3MUTBAHWA Cb3faBa W3BECTHA HECUIYPHOCT OTHOCHO
TepaneBTMYHaTa epmKacHOCT 1 6e30MacHOCT B ObArOCPOYEH MaH.

Pesyntatute ot HacTosiLiata oueHKa Ha 34paBHUTE TEXHOMOMMK
3a neveHue Ha T2DM ce noTBbp)xgaBaT OT OLEHKA Ha CbLUUTE TeX-
Honorun, nposegeHa B CALL [11].

3aknouyeHue

AHanuabT pasxop/edektnBHocT Ha SGLT2i/DPP-4i Tepanuute 3a
neyeHne Ha T2DM ctura po wusBoga, ye ERTU/SITA pomwuHupa
DAPA/SAXA n EMPA/LINA ¢ nogobpeHun TepaneBTUYHU pesynTaTti 1 no-
HUCBbK pa3xof 3a rogulHa NekapcTBeHa Tepanusl Ha nauueHTuTe c
T2DM.

Mpw NpoBexaaHe Ha BEPOATHOCTEH aHanu3 Ha YyBCTBUTENHOCT-
Ta Ce yCTaHOBSIBA, Y€ CbLLECTBYBa BEPOATHOCT CbOTBETHO < 18% U <
26% nekapctBeHuTe Tepanum DAPA/SAXA n EMPA/LINA pa 6bpat
pasxoaHo edekTuBHM B cpaBHeHne ¢ ERTU/SITA camo npu xunoTtesa,
ye roguwWwHUTE pas3xogu 3a fevyeHne ObaaT HamarneHn CbOTBETHO C
15% un ¢ 8%.
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PE®EPATHU ]

BPOAEHA HALBbEPEYHOKOPOBA XUMNEPIJTA3UA,
ObIDKALLA CE HA 21-XUWOPOKCUNA3EH OEDULINT:
MPEMNOPBKN HA EHOOKPMHHOTO APYXXECTBO (2018 T'.)

Speiser PW, Arlt W, Auchus RJ et al. Congenital Adrenal Hyperplasia Due to
Steroid 21-Hydroxylase Deficiency: An Endocrine Society Clinical Practice
Guideline. J Clin Endocrinol Metab. 2018; 103(11):4043-4088.

MpenopbkuTe LenAT oOHOBsSIBaHe Ha Bedve NybnuMKyBaHWTe MO
Temara OT CbLoTO ApYyxecTso npes 2010 roa.

BpogeHata HapnbvbpeyHokopoBa xunepnnasus (BHKX) e aBTo-
30MHO-peLecnBHO 3abonsBaHe, XapakTepuaupawlo ce C HapylleH
KopTnsonos cuHTes. Yectotata my e 1:14 000 — 1:18 000. MHoro no-
YecTO ce YCTaHOBsIBa B Marlku, 3aTBOpeHM o6ulecTtBa (reHeTUYHO
nsonupaxu obuecrtea). [Npu 95% oT cnyyanTe ce Kacae 3a myTauus B
CYP21A2 reHa, konto kogupa eHsuma 21-xugpokcunasa (P450 c21).
EH3umbT kOHBepTupa 17-OH-nporectepoH B 11-geokcukoptuson u
nporectepoH B 11-4€0KCMKOPTUKOCTEPOH, @ TOBa Ca NPEKypCopUTE Ha
KopTu3ona n angoctepoHa. bnokupaHeTo Ha KOpTM30SI0BUSA CUHTE3
Boan 0o nosuwaBaHe Ha AKTX, xunepTpodmsi Ha HaabbbOpeyHaTa
KOpa M MOBUWLUEH CUHTE3 HA KOPTM30JI0BU NPEKYPCOPU N OTKIOHSABaHe
B MOCOKa Ha MO-rofisiM CUHTE3 Ha MOMOBM CTEPOUOHU XOPMOHU. Tu-
nMyHaTa MNposiBa Ha Texkata Bupunuampalla npocta (knacudyecka)
dopma Ha BHXK e abHopMmHO cdopmMupaHe Ha reHuTanuMuTe Ha Ho-
BOPOAEHUTE MOMMUYEHLA, KOUTO Hanogobseat MbXKU. B Hakom cny-
Yyau nuncata Ha nannuMpyemu TecTUCU ABYCTPAHHO Mpu NPUBUAHO
nobpe odopmMeH MOSOB YfEeH Mopaxaa CbMHEHME OTHOCHO Mona Ha
HOBOPOAEHOTO M Hanara TbpceHe Ha BHKX. Mo npuHuMn npn momye-
Tata BHKX mMoxe goa ce nponycHe cnepj paxaaHeTo, 3aLl0TO BbHLUHK-
Te reHuTanuum uarnexgart npmBugHo gobpe odopmenn. B 75% ot
cnyvyanTe Ha TeXbK eH3MMEH AeuunT NUncea U CUHTE3 Ha angocTte-
poH. HoBopogeHuTe rybsT con, KaTto e Hanuue pyUCcK OT NOTeHUMarnHo
dhaTaneH xunoBofieMMYEH LIOK. Pa3ano3HaBaHETO M Ha Knacuyecknte
hOpMM € BaXKHO — OCTaBEHU HEpa3no3HaTh U HeNekKyBaHW, Te3n CbC-
TOSIHMSA BOAAT 4O MHOro 6bp3 pacTex, paHHO 3aTBapsiHe Ha enudu-
3apHUTE OYIM C KPAaeH HUCBK PBCT, @ MPU MOMMYETaTa — TEXKA BUPU-
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nunsaums. OcBeH knacudeckata u con-rybewara dopma Ha BHKX,
ObmKawa ce Ha 21-xugpokcunaseH gevumT, nma 1 Heknacmyecka,
neka, U1 KbcHa chopma, KoAATO ce cMsATa 3a MHoro no-vecta (1:500-
1:1000) n obuyanHO € acMMMTOMHA, WM Ce MposiBsIBa C Hecneum-
PUYHN NPpU3HaLUK, CBBbP3aHM C NEKOTO U HEMbHO BrokupaHe Ha Kop-
TM30M0BUSA cuHTEe3. [pyn Hed No MpaBWIO HAMAa PUCK OT aJUCOHOBA
kpusa. M3eecthHn ca okono 300 myTtauum B CYP21A2. OcBeH TOBa
MHOrO NMaumMeHTN ca HOCMTENW Ha NoBeYve OT edHa MyTauus, Ha eau-
HUS UMM M Ha [BaTta arnena. ToBa npaByM Bb3MOXHOCTUTE TONKOBA
MHOTO, Y€ Mpu FeHETUYHOTO KOHCynTMpaHe TpsibBa da ce m3cneasa
3a0b/MKUTENHO MOHE eAUHUST poauTen.

Cnen BbBeXOAHETO Ha YHMBEPCANHUS CKPUHMHI Ha HOBOpPOAE-
HUTe ¢ nscneneaHe Ha 17-OH-nporectepoH oT nepudepHa KpbB Bbp-
Xy (uUNTbpHa XapTusi, Ce YCTaHOBSIBA, Y€ CLOTHOLUEHMETO MeXay
[OBaTa norna e egHakeo. [peau ToBa ce e cmsTano, Ye MoMuyeTara ce
3acgraT no-decto ot BHKX.

HoBopoaeHu

lpenopbka: lNpenopbyBa Ce BCUYKM HOBOpPOAEHW fa 6baat
CKpPUHMpaHW 3a BpoAeHa HagbobObpeyHOKOpOBa Xunepnnasug, abika-
wa ce Ha gedumumT Ha eHsnma 21-xmgpokcunasa. [pu mbpBOTO On-
penensHe Ha HMBOTO Ha 17-OH-nporectepoH TpsabBa ga ce nonseaT
CTaHOapTM3npaHn MeToam (3a CKPMHUHT MOXe Ja ce U3Moni3ea U nMmy-
HOaHaNUTUYeH MeTon) u nabopaTopusaTa Aa NpeaocTaBu pedepeHT-
HW rpaHuMumM crnopej rectauMoHHaTa Bb3pacT Ha HOBOPOAEHOTO
(1,+++). UmyHoaHanmaute ca M3TOYHMUM Ha harnmMBONONOXUTENHN
pes3yntaTtu u 3aToBa, ako MbPBOTO U3amepsaHe Ha 17-OH-nporecTepoH
nokassa BMCOKO HWBO, MpW BTOPOTO M3MEpBaHe Ce NpenopbuyBa U3-
MOM3BaHETO Ha MO-TOYHM MeToAMu (TeyHa xpomaTorpadcka TaHOeMm
Mac cnektpomeTpus, TX/TM). To3m meToq ce npeanoynTa Npes reHo-
TMNu3mMpaHeTo (1,++).

BaxHo e KnMHUYHUTE nekapu ga pasbepart, Ye UMyHoaHanManTe
4YeCcTO BOAAT A0 hanMBOMNOMOXKMUTENHMN pe3ynTaTu nopagun KpbCTo-
caHa peaKTMBHOCT C €HOOFeHHW M eK30reHHW npopyktn. ETo 3auo
npenopbkata e, npu nosuweH 17-OH-nporectepoH, N3MepeH ¢ UMy-
HO@HaNUTMYEH aHanus, Aa Cce HafnpaBu U CTUMYMAaUMOHEH TECT C KO-
cuHTponuH (Synacthen) 3a noTBbpXXOaBaHe Ha AmarHo3ata U eaBa
TOoraBea Aa ce NpuUCTbNM KbM JNIEYEHNE C TTHOKOKOpTMKOMAW. Ao nabo-
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patopusita uanonssa TX/TM, nsmepBaHeTo ce cMmsATa 3a BAPHO U Tasu
npenopbka oTnaga.

HueaTa Ha 17-OH-nporectepoH HOpMariHO ca BUCOKWU MpU pax-
AaHeTo y 34paBu HOBOPOAEHM M cnagat cned 48-us yac oT paxgaHe-
T0. ObpaTHO, ako geteto mma BHKX, Te ce nosuwasaTt ¢ BpemeTo.
CnepoBaTtenHo CKpUHWHIBT TpsbBa Aa ce npasu cref BTOpUst AEH OT
paxgaHeTo Ha pgeteTo. [lo npuHUMN cpegHoTo HMBO Ha 17-OH-
NpOrecTepoH € Masnko No-HUCKO MNP XEHU CNPSIMO MbXEe U TOBa cra-
060 HamansiBa YyBCTBMTEMNHOCTTA Ha CKPUHMHra npu momudeTa. ToBa
He e cbliecTBeH npobrnem, 3aWoTo NpyM HOBOPOAEHUTE MOMMYETA
nmMa OBUKHOBEHO NMoBeYe HacouBalLM KIMHUYHM Genesun, KoeTo npe-
ON3BUKBA Ha3Ha4yaBaHe Ha JOMbIIHUTENTHU U3CNeaBaHus.

lMpu HOBOpOOEHW, POAEHN NPEXAEBPEMEHHO, crieq npoTpaxupa-
HO paxpgaHe unu ¢ uHdekums, HMBoTo Ha 17-OH-nporecTtepoH e no-
BMCOKO, OTKOJIKOTO MpU poaeHuTe Ha TepMuH. ETo 3awo npenopbkaTa
Ha EHOOKPMHHOTO ApyXeCcTBO e Aa ce M3non3saTt pedepeHTHN rpaHu-
UM, CbOTBETHU 3a recTtauuoHHaTa Bb3pacT Ha HOBOPOAEHOTO, a He
CbOTBETHM Ha TErnoTo My, Kakto € buno gockopo. PogeHuTte npex-
OeBpPeEMeHHO e aobpe aa 6baar nscnegBaHu NOBTOPHO Ha 2-pa U 4-Ta
cegMuua cnep paxaaHeTo, 3a Aa ce NoTBbpAV AvarHosarta unm 3a ga
Ce MOoCTaBu MpU HAKOE OT MOBTOPHUTE U3MEPBAHMS.

Hakpas, npu npexgeBpeMeHHO podeHu feua, MOXe fa MMma u
dYHKUMOHANEH eH3MMeH BroK Ha HSKOMKO eH3uma OT cTepougoreHe-
3aTa, Han-u3paseH KbM 29-Ta r.c., KOWTO Ce npeofonssa c n3pacTea-
HeTo MM. ToraBa cybcTpaTuTe 3a KpbCTOCaAHa PEeakTMBHOCT Ha UMY-
HOQHaNUTUYHUTE METOAM Ca NoBeYe M gaBaTt nosede anmBonoso-
Xutenuu pesyntatn. Beuukm Ttesm ocobeHocTn TpsibBa ga ce umart
npenBua, Korato ce npasu CKPUHUHI Ha HoBopoaeHu 3a BHKX.

3a npakmukama — ma oLle eHa Npu4rMHa 3a HETOYEH pesynTaT
OT ckpuHuHra 3a BHKX. lMpunoxeHneTo Ha rfoKoKopTUKONAM Ha Ho-
BOPOOEHOTO C Len CTMMynMpaHe Ha Cb3psiBaHeTo Ha benusa my gpob
MOXe Oa AoBefe [0 anumMBOHeraTMBeH pesynTtaT OT CKpPUHMHra.
PelueHneTo e npocTo ga ce nsyaka ga oTMvMHe edekTbT MM 1 Toraea
Oa ce Harnpau TecTbT. CbLO NOME3HO € faa ce 3Hae, Ye okono 40%
OT MOSOXWUTENHUTE Pe3ynTaTh Npyu NbPBOHAYANHUSA CKPUHUHE C UMY-
HOaHanus3, ce oka3BaT HOpMasiHW Mpu BTOPO M3cregBaHe C TaHOeMm
Mac crnektomeTpus. Hskom ca onuTBanu ga uamepsaT CbOTHOLLEHMS
MEXaY HAKOMKO CTEPOMAHM NpeKypcopa C Len nosulaBaHe Ha YyBCT-
BMTENIHOCTTA Ha M3cregBaHeTo — Hanpumep cbop oT HuBaTta Ha 17-
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OH-nporectepoH 1 aHgpOCTEHOUOH, pa3fernieHo Ha HMBOTO Ha KOpTu-
3ona, Bcuyko nsmepeHo ¢ TX/TM. Toea e npaseHo B wata MuHecoTta
B NPOABLIDKEHNE HA TPY FOAMHMU, HO HE € MOBMULUMMIO YYBCTBUTEITHOCT-
Ta Ha TecTa. [o-npakTu4HO ce oKasano ga Ce W3BbpLUM MOBTOPHO
namepsaHe Ha 17-OH-nporectepoH, 4opu Aa € ¢ UMyHOaHanms.

3a nopobpsiBaHe Ha 4YyBCTBUTENHOCTTA HA CKPVMHWHIOBOTO W3-
crnefBaHe B OpYyr KONMEKTMB ca u3cneasany cbopa ot HuBaTa Ha 17-OH-
NpOrecTepoH 1 21-0e0KCUKOPTU3ON, pasfesnieH Ha HMBOTO Ha KOpTM30na,
BCUYKO M3mepeHo ¢ TX/TM. 21-0e0KCMKOPTU30MbT ce nonyyasa npu 11-
beTa-xnagpokcunupaHeto Ha 17-OH-nporectepoH u npu BHKX e 3Haum-
TenHo nosuwweH. OcBeH ToBa TOW MO MPUHUMM HE Ce CeKpeTMpa BbB
BMCOKW KONMYECTBA NMpPU HOBOPOAEHOTO, JOPU aKo € NpeXaeBpeMEHHO
pogdeHo. ToBa npaBu m3crieaBaHeTo TonkoBa uYyBCTBUTENHO — € 0%
GanwmsononoxutenHu pesyntati n 100% nonoxutenHa npegukTneHa
CToMHocT. [pyr metog C BMCOKa CNeundUYHOCT € M3MEPBAHETO Ha
YPVUHHUTE MeTabonuTn  nperHaHtpuon u  6-anda-OH-teTpaxuapo-
KOPTU30H C ra3 xpomatorpadus unmn TaHaem Mac CneKToMeTpus.

MpeHaTtanHo neyeHmne Ha BHKX

lNpenopsbka. KnnHniHmAT nekap Tpsbea ga e nobpe 3anosHaT ¢
dakTa, Yye npeHaTanHoTo neveHme Ha 6pemeHHn ¢ BHKX ce cuuta 3a
eKCnepuMeHTarnHo 1 creaoBaTernHo YieHogeme Ha EHOOKpuHHomo
Opyxxecmeo e CALL He mozam Oa 0adam nperiopbka Kakeo 0a bnoe
mo (npenopbka, 6a3upaHa Ha 0obpa KIUHUYHa rpakmuka). Ako nma
puUck NnoabT cbwo Aa uma BHKX, neuebHmaT npoTokon, npunoxeH
npu 6pemeHHaTa, TpsbBa ga e yTBbpAeEH B LIEHTBP, B KOWTO Ce Npoc-
negsisat MHOrO GpEMEHHW XXeHW C Tasu AvMarHo3a U uma gaHHu oT
pesynTatute, CBbpP3aHu C Hero, T.e. OPEMEHHUTE U TEXHUTE HOBOPO-
OeHu Ja ce npocnegssar cned Toea (1,+++). Jobpe e B Npoy4BaHus-
Ta B Ta3n Hacoka da ce uma npegsu uscnegBaHe Ha MalduHaTta
KpbB 3a [JHK ot Y-xpomo3oma, 3a aa ce usknoyaTt MbXxkute ce-
TyCcu OT NOTEHLMANIHO HeHYXXHO JleYeHue (rpernopwbka, basupaHa Ha
dobpa KIIUHUYHa npakmuka).

MpeHaTanHoTo neyYeHne ¢ gekcameTas3oH Mma 3a Len ga Hamanu
BMPUNM3aLMATa Ha XXEHCKMA MIod, ako TOM € 3acerHaT Cblio oT 60-
nectTa, 4a HamanM HeobXxoaAMMOCTTa OT PEKOHCTPYKTUBHA XMPYPrvs U
aucTpeca, CBbp3aH C paXxaaHeTo Ha JeTe C aTWNMYHO pasBUTUE Ha
nonosuTe opraHu. [peHaTanHOToO NleYeHne He € yMECTHO Mpu NnogoBe
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OT MBXKM MOJ1, HO MOSTbT HSAMA Kak Aa Ce YTOYHM no-paHo ot 10-12-a
r.c., koraTo ce u3BbpLUBa XOPUOHHaTa buoncus (broncust Ha XOPUOHHM
BbCW OT pasBMBaLlata ce NnaueHTa, Npu KoATO ce 4oKa3BaT XpPOMO-
30MHM aHOManuuW K reHeTM4HU 3abonsiBaHus y eTyca; MHBa3UBHO
n3cnegBaHe, HOCELLO CbLLO HSKAKbB PUCK OT yCrnoxHeHus). MNMpenartan-
HOTO fleYeHVe He HamarnsBa HeobxoOuUMOCTTa OT 3aMEeCTUTESNTHO Nneye-
HWe C rnKokopTukonam npu nnoga ¢ BHKX cnen paxgaHeTo My, HUTO
npemaxea HeobXxoaMMOCTTa OT PeAOBHOTO MYy NpocrneasiBaHe, KaTo ce
uma npeaBua U pUCKbT OT XMBOTO3acTpallaBala con-rybella kpusa,
ako neveHuneto 6bAe cnpsHo. Mma npoyyBaHus, cnopen KOUTO npeHa-
TanHOTO feYeHve C OeKkcaMeTa3oH HamarnsBa aHgporeHusaumsTa Ha
MO3bKa Ha >XEHCKUst PeTyc, HO NoAoOHN edekTn HaAMa Kak ga ObaaT
N3MEPEHUN, HUTO BBLMPOCHT € NPOYYEH CUCTEMATUYHO.

lMpeHaTanHOTO neveHne ce npeanara npu XeHu, KOUTO BeYe ca
nmManu egHa 6pemMeHHocT, poaunu ca gete ¢ BHKX n cera oTHOBO ca
OpeMeHHn om cbwuss napmHbop. PeTychbT We Mma puck 1:4 ga nma
BHKX 1 1:2 pa € momuye, 1.e. 06LL0 pUCKBT (PETYCHT Aa € MOMUYE U
aa nva BHKX e 1:8. PUCKbT XXeHCKUTe reHuTanum ga ovaart Bupunm-
3MpaHun 3ano4ea OT 6-aTa r.c. U TOYHO Toraea TpsibBa ga 3ano4yHe 1
neveHueTo. XoproHHaTta buoncusa ce npasu npe3 10-12 r.c. n cnego-
BaTenHo ot 6-ata go 10-12-ata cegmuua Bcuukm deTycn Tpsbea aa
O6baaT nekyBaHu, Makap Ne4YeHMeTo Aa € HacO4YeHO CamMoO KbM efHa
ocma oT T4x (CTaBa Ayma 3a puck, He abcontoTeH 6pon). Ako ce Han-
paBu TeCcT Ha ManvmHaTa KpbB U TA e nonoxutenHa 3a [OHK ot Y-
XpOMO30Ma, fedyeHmeTo ce cnupa. (Tesm TecToBe He ca neranusvpa-
HW B MHOMO CTpaHu. TaxHaTa To4HoCcT e 6nm3o 99% wn moraTt ga ce
npunarat crieg 7-a r.c.). Cneg npoeexgaHe Ha TO3W TecT, ako ce
oKaxke, Ye nnoabT e € XEHCKM, NTeYeHMeTo npogbikasa 1 Beve e
HaCcoO4YeHO KbM efHa YeTBbPT OT TAX (PUCK).

3a pasnvka OT XuOpOoKOPTU3OHa M NPEeHWU30SI0Ha, AeKCameTaso-
HbT MPeMuHaBa npes nnaueHTaTa, 6e3 ga ce vHakTMBMpa OT NnaueH-
TapHata 11-6eTa-xmgpokcucrepongaexungporeHasa tun 2. Cneposa-
TENHO 8CUYKU TMPOTOKONWN 3a MpeHaTanHo IieyeHne Ha OGpeMeHHu C
BHKX n3nonsBart aekcameTa3oH. Obuyariiute gosm ca 20 ug/kg (ns-
nonsea ce TernoTo Ha GpemeHHaTa npean 6pemeHHOCTTa) 4O MaKcu-
mManHa gosa 1,5 mg gHeBHO. OM3NOMOTMYHO, NPV 3apaBu GPeMEHHM,
KOPTM30MbT € HUCHK B paHHa BpeMeHHOCT 1 ce nosuwasa ot 8-ata go
12-ata r.c., Korato e BpemMeTO Ha O(OPMSIHE Ha BBHLUHWTE MNOMOBU
opraHn. ®etanHuat koptuson e camo 10% OT ManuuHuA B cpedaTa Ha
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OpemeHHocTTa. Cneq ToBa HapacTBa Npe3 TpPeTu TPUMECTBbP. AKO Ls-
nata posa ot 20 ug/kg Terno gekcameTasoH NpemMuHaBa npes nnaweH-
TaTa, To T4 NpeBuLLaBa okoro 60 MbTW TMNMYHaTa 3a cpegarta Ha bpe-
MEHHOCTTa KOHUEeHTpauust Ha dpeTaneH Koptu3on. Hukoe npoyyeaHe
Ooceza He e oueHuno danu Ao3ama dekcamemo3oH mpsibea Oa ce
Kopueupa fpe3 emopu U mpemu mpumMmecmbp Ha bpemeHHocmma.

M3xoabT OT npeHaTanHoTo fneyYeHue KakTo 3a MankaTa, Taka v 3a
HOBOPOAEHOTO, € M3cneaBaH B MHOrO Marko nnauebo-koHTponvpaHu
npoy4BaHUsA M CrnefoBaTeENHO AoKasaTencTBa 3a eghukacHocmma Ha
JledeHUemo ¢ geKcaMeTa30H Ha npakTvka NMnceaT Mn ca MHOro mari-
ko. B eaHo npoy4uBaHe 325 6pemeHHn ¢ BHKX ca nekyBaHu ¢ gekcame-
Ta30H U HOBOPOAEHUTE MOMMYEHLIA MMAT NO-Mariko OTKIMOHEHUs B pas-
BUTMETO Ha BBHLLHUTE MOJIOBM OpraHu (Mo ckanata Ha Prader). B gpyro
npoy4saHe ca npocrnegeHn 63 6pemeHHn ¢ knacudecka BHKX, nekysa-
HWM ¢ gekcameTtas3oH. OT HoBopogeHuTe MmommyeTa 15 ca ¢ HopmanHo
MosioBO passBuTue, 26 MMaT Nekn Npu3HauM Ha aHgporeHusaums (crte-
neH no Prader 1 n 2), a 17 — Texka Bupunum3aums (ctenenu 3-5). B 10-
roauvLHO PpeHCKo NpoyyBaHe ca npocrefeHn 112 HoBopoaeHUn MOMU-
YyeHLa Ha NnekyBaHu ¢ gekcameTasoH Markm ¢ BHKX. OT 1ax 14 nmanu
21-xugpokecunaseH gecouumt n 3 — gecdouumt Ha 11-xmagpokcunasaTa.
Ot 1e3un 17 mommu4yeTa 12 GUNM ¢ HOpMarnHu reHuTanumn Npu paxxgaHe-
TO, 3 UManu ymepeHa BUpUIn3auus n camo 2, Npyu KOUTO NpeHaTtasnHo-
TO neyeHne ce e 3abaBWno, MMann BUCOKOCTEMNEHHa BMPUIM3aLMS.
M3BogobT Ha aBTOpUTE €, Y€ MO-NoLMnTE pes3ynTatu OOUKHOBEHO ce
ObIDKaT Ha nunca Ha cbyyacTMe OT cTpaHa Ha BpemeHHaTa unm Ha
MHOIO KbCHOTO Ha4arslo Ha fe4yeHuneTo.

besonacHocm 3a malikama

Hsikon npoydBaHus cbobLiaBaT 3a MO-roNsiMO HaadaBaHe Ha
Terno Ha GpeMeHHUTe, MosiBa Ha CTPUKM, OTOK, rACTPOUHTECTMHAIHU
onnakeaHuA, NpoMeHn B HACTPOEHUETO. YecToTaTa Ha recCtaunMoHHUA
anabeT u Ha XunepToHMsiTa HapacTBaT MUHMManHO. Mpu HsKoM xe-
HU ce 3abenA3BaT KyLWMHroMaHu nposABu. CHLOTBETHO, MHOro Bpe-
MEHHW 13Ka3BaT MHEHME, Ye Npu cnefBalla bpemMeHHOCT He Buxa ce
cbrnacunu ga npoeedaT OTHOBO TOBa nedeHue. Kato usno 1o obave
ce cMmATa 3a besonacHo 3a mankara.

Ees3onacHocm 3a nnoda

[lekcameTa3oHbT € MegukameHT oT kateropus ,C* n 6esonacHocT-
Ta My npu 6pemeHHU He e Jobpe npoyyeHa. M3BecTHa e HerosaTta Tepa-
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TOreHHOCT — NPV npuriaraHe npes Mbpeu TPUMECTbP Ha BpemeHHocTTa
ce noBMLLaBa PUCKBT 3a BPOAEHA aHOManusl Ha ycTHaTa u HebueTo Ha
nnoga (,3aeLuka yctHa“, ,Bbnya ycra“). [pu XXMBOTUHCKM MOOENM AeKca-
METa30HbT, NpunaradH no Bpeme Ha GpemeHHOCT, Boau OO0 CriegHuTe
pvickoBe 3a nrogda — 6vbpeyHa aucreHesus, HamaneH Bpon Ha naHkpe-
acHuTe BeTa-KNeTKW, HapyLUEH TOKO3EH TONepaHc, NoBMLIEHa YecToTa
Ha apTepuwanHaTta xvnepToHus. Vima gaHHu 1 3a HapyLIeHO pa3BuTie Ha
LmTOoBMAHAaTa xresa. Tpsibsa oa ce otbenexmn obave, Ye eaBa Hackopo
€ OnncaH NbPBUAT Cnyvyan Ha HoBopodeHo Momude ¢ BHKX ¢ BpoaeH
nedekT Ha ycTHaTa u HebueTo, crieq kaTto mMavikata e Guna nekyesaHa C
AeKkcameTasoH Nno Bpeme Ha bpemeHHocTTa.

Ternoto Ha HOBOPOAEHUTE, NMOMYYUSIN NIEYEHNE C AEKCaMeTas30H,
€ Marko Mno-HUCKo npu paxgaHeTo (¢ okoro 400 g). N3BecTHO €, ye
HWCKOTO TENeCHO TEerno Npu paxaaHeTo e CBbP3aHO C MO-BUCOK PUCK
OT pa3BuTUE Ha 3axapeH guabeT Tvn 2, apTepuanHa XUNnepToHus U
apyrv 3abonsiBaHMs kKaTo Bb3pacTeH. Te3n AaHHU ca Mo3HaTu OT nu-
TepaTypaTa 1 He KacasT CaMO HUCKOTO TeNecHO Termno, NPUYNHEHO OT
MPUMOXEHNE Ha [MOKOKOPTMKOMAM MO Bpeme Ha OpemeHHoCTTa, a
n3obwwo. Obcwxaa ce obaye, Ye HE CaMO HMUCKOTO TENECHO Terno npu
paxgaHeTo, a M CaMOTO XPOHMYHO M3naraHe Ha dpeTyca Ha BWUCOKU
KOHLUEHTpauun gekcameTasoH MOXe Aa € NMpuyYnHa 3a HeroBoTo npe-
HaTanHo ,npenporpammpaHe u nssiBa crieg rogvMHu Ha BCUMYKM Te3u
XPOHUYHK 3abonsaBaHus.

BnunsiHneTo Ha gekcameTaszoHa Bbpxy pa3BUTUETO Ha MO3BYHOTO
BELLLEeCTBO Ha doeTyca e AOKYMEHTMpPaHO in vitro u in vivo. lNotucka ce
y3psiBaHETO Ha HEBPOHUTE B xunokammnyca (npu nnbxose). NMpu xopa
OaHHUTE Ca HEeMbITHU M Pa3HOMOCoYHM. B Marnko weeacko npoyyBaHe
ce Hamvpa HamaneHa paboTHa nmameT npu geuarta, fiekyBaHu npeHa-
TanHo. B gpyro npoyyBaHe, NpocneasBallo CblUMTE JieKyBaHU npe-
HaTanHo fdeua, ce cbobliaBa, Ye WMHTENUreHTHocTTa M paboTHaTa
nameT MOXe fa ce 3acerHat cnabo, HO ToBa ce Habnogasa camo npu
MOMMYeTaTa, NeKyBaHW C OeKcaMeTa3oH, HO He W Npu MomyeTaTa
(monoBo-cneundur4HM HebGnaronpusaTHN edPeKkTn Ha JeKkcaMmeTasoHa
BbpPXy peTanHua mMo3bk). MomyeTtata mbKk umart no-cnaba mackynu-
HM3aumMsa U No-HeyTparneH TUn nosegeHue, KOeTo MOXe [a ce oTpasu
N Ha cekcyarnHata UM opueHTauusa. CuctematuyHm ob3opu u metaa-
Hanman obaye He NOTBbPXKAABAT rOPHUTE TBBPOEHMS.

[obGpe e M3BECTHO, Ye Npu HeJOHOCEHN HOBOPOAEHM Ce npunara
JekcaMeTas3oH unu 6etameTasoH 3a CTUMYNMpaHe Ha Cb3psiBAHETO
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Ha deTtanHusa 6san gpoOd. ObnrocpoyHUTe ehekTn OT npunaraHeTo Ha
rIFOKOKOPTUKOMAN NO TO3U NoBOA ca Jobpe AOKYMEHTMPAHU — NPOMSI-
Ha B xunoTanamo-xunodpunso-HagdbbpeyHaTa oc, NPOMEHU B MCUXM-
KaTa, HamaneHa nameT, HamaneH obem Ha xunokamnyca, NoBMLLIEHA
YecToTa Ha NCMXonaTonormaATa U NOHWXKEHO KaYeCTBO Ha XXMBOT.

ObnrocpoyHute edpekt BbpXy nroga ca onucaHu B enuaemmo-
MOrMYHM NMPOYYBaHWSA — Crned npunaraHe Ha rMKOKOPTUKONAN aHTe-
HaTanHo 3a CTUMynMpaHe Ha Cb3psiBaHETO Ha eTanHua 6san apob ce
yBenu4aBa pUCKbT 3a AeTETO Aa OTKMIYM acTma unu aneprust 4o 5-6-
rogviHa Bb3pacT.

Moxe 61 Han-CbLLEeCTBEHOTO HErAaTUBHO BIIMSIHWE HA CUHTETUY-
HUTE TTIOKOKOPTUKOMAMN, NPUITOXKEHN NPEeHaTarnHo, e, Ye U3MEHAT Me-
TunupaHeto Ha [HK. Taka ce 3acaraT 1 cnegpalLmnTe NoKosieHus, T.e.
edektnte ca pgbnarocpovHn. Kakto n camute aBTopm oTbensizBat
obave, M CUNHMAT CTpPec Ha Markata no Bpeme Ha BGpemeHHocTTa
MOXe [a JoBede [0 CcbluMTe nocneguuun. N Hakpas, MeTunvpaHeTo
Ha [HK e goka3aHo camo npu NNbxoBe, HO HE 1 Npu Xopa.

Cnep kaTo usbposBaTt BCUMYKM Te3n hakTu 1 NpoTUBOPeYrBY AaH-
HW, aBTOPUTE Ha HACTOSILLMTE MPENOpPbKU MPaBAT M3BOAMTE, Y€ PUCKO-
BeTe Npu1 NpeHaTasiHOTO fieYeHne C AeKcaMeTa3oH ca noBeyve OT Non-
3uTe; Ye puckbT 1:8 He cu 3acnyxaBa NevYeHneTo, KaTo ce MMa npeasua,
ye U eauHUAT PeTyc, KbM KOMTO TO € Haco4eHo, HaMa Aa umMa Heocrno-
puma 1 gerMHUTUBHA Mon3a OT HEro; Ye Aa MOMOrHeLl Ha MankaTa ga
poav aeTe ¢ HopMarHM NOSI0BU OpraHu He CU 3acrny)kaBa pucka U Hama-
NABaHETO Ha HEeWHWUst OUCTPEC e MO-Masiko BaXKHO OT ToBa da ce usber-
HaT AbNrocpoYHUTE ePeKTU N PUCKOBE, CBbP3aHM C TakoBa JieYeHNe.

ETnyHnTe BBNpOCK, CTOAWM 3ag no3vuusata Ha EHOOKpMHHOTO
APYXecTBO, ca MHOro. 3aTtoBa MpenopbKUTE Ca HanMcaHu npemepe-
HO, a peLleHMeTO e OCTaBEHO B pbLeTe Ha Nnekaps. ABTopute npea-
narart, ako xeHa ¢ BHKX cmsaTa ga 3abpemeHee 4pes3 MH BUTPO MNpo-
uenypu, da 3anoxu Ha npegvMnnaHTauMoHHaTa reHeTuyYHa guarHoc-
TMKa u ga m3bepe ganu ga 6bae MMNNaHTMpaH eMOPUOHBT, UMK HeE.
Tasn anTepHaTUBa nNopaxaga gpyrv eTu4HM NpobnemMu, a n CbLo HOCK
CBOWUTE PUCKOBE.

MoctaBsiHe Ha anarHo3a BHKX

lpenopbka. [py NO3NTUBEH CKPUHUHIOB TECT HA HOBOPOAEHOTO
ce npenopbyBa NOTBbPAUTENEH TECT C KOCUHTPONMWH. NMpu no-ronemmu
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Jeua 1 Bb3pacTHU, MPU KOUTO MMa KIIMHMYHO CbMHeHue 3a BHXK, ce
npenopbyBa nsMmepsaHe Ha 6asaneH 17-OH-nporectepoH B 9 vaca
CYTpUHTa C TeyHa xpomatorpadmsi-mac cnekrometpus (TX-MC/MC)
(1,+++). Ako pe3ynTaTbT € rpaHn4eH, ce NpenopbyBa Aa Ce Hanpaeu
MbrieH HagbbOpeyYHOKOPOB Npodun (U3cnegBaHe Ha HAKOMKO KpanHu
npoaykTa Ha cTepovporeHesarta), 3a fa ce nNpeuma3npa TOYHUAT eH3u-
MeH gedekT (1,+++). CtepomgHuaT npodun ce nNpasu B Xxoda Ha Ko-
CUHTPONUHOB TecT. AKO crnea Hero pesynrtaTtuTe He ca SICHWU, ce npe-
nopbyBa reHeTudeH TecT. [eHeTUYeH TeCcT ce NMpenopbYBa N ako Ko-
CVMHTPOMNUHOBUAT TECT HE MOXe [a Ce Hanpasu — HanpuMmep nauueH-
TbT NPUEMA CUHTETUYHU KOPTUKOCTEPOUAN. [E€HETUYHUST TECT HaMu-
pa MACTO M NPW FEHETUYHA KOHCYNTauns Npy nrnaHnpaHa 6pemMeHHoCT
(2,+++). TpsbBa ga ce macneaBa NoHe eauHWAT poauTen. ToBa ce
Hanara nopagu cnoxHoctta Ha CYP21A2 nokyca.
TexHu4ecku benexku

Mpy HOBOpPOAEHN NOMNOXUTENHUAT CKPUHUHT C UMYHOQHanNUTUYeEH
meToa (moBuweH 17-OH-nporecTepoH) ce nocregga oT u3cnenBaHe
Ha nepudepHa KPbB BbpPXY (PMATbpHA XapTnsa 1M pes3ynTaTbT Ce aHa-
nu3vpa 3aefgHo ¢ pesynTtaTtute oT buoxmmuaTa. Ako pesyntatute ca
M3BbH HOPMa, Ce MpoBeXada KOCUHTPOMMHOB TecT ¢ 0,25 mg KOCUHT-
pPOMMH BEHO3HO (@Ko HOBOPOLAEHOTO € C MHOIO HWCKO TENecHoO Terno
npu paxgaHeTo, Ao3aTta Moxe aa ce Hamanu Ha 0,125 mg, Ho pede-
peHTHWUTE rpaHnum 3a 17-OH-nporecTepoH u Apyrute crtepouan ca
BanuaHu 3a gosata ot 0,25 mg). Llenn ce makcumanHa ctumynaums
Ha xunoTanamo-xunocmao-HagobOpeyHaTa oC U TyK HUCKOOO3UPaHUAT
TecT ¢ 1 ug KOCUMHTpPOMNWH He ce npenopbysa. Ha 0-Ba u 60-a MuHyTa
ce B3emart npobu BeHO3Ha KpbB OT HOBOPOAEHOTO 3a CEPYMEH KOPTU-
3on n 17-OH-nporectepoH. Ako ToBa e npobnem (TpyaeH OocTbn),
MOXe [a ce B3eMaT camo npobute Ha 60-ata muHyTa. B ngeanHus
cnyyan obade Ha 60-ata MuHyTa TpsibBa Oa ce m3cnensat OCBEH
kopTuson n 17-OH-nporectepoH, cbLo 11-4€0KCUKOPTUKOCTEPOH, 11-
aeokcunkopTtuaon, 17-OH-nperHeHonoH, OXEA 1 aHOpOCTEHAMOH, KaTo
ce nsnonssa TX-MC/MC aHanus (npaswu ce T.Hap. ctepongeH npodun
cnep ctumynauus). MNpuunHata e, ye 17-OH-nporecTepoHbT MOXe Aa
€ MOBULLEH B XOAa Ha TecTa C KOCUHTPOMMWH He camo npu 21-xmgpo-
KcunaseH geduumnt, a u npu gecmumt Ha 11-6eTa-xmapokcunasa, u
MHOrO psigKo — Npy AeduunT Ha 3-6eTa-xmapokcmcTepons Aexnapo-
reHasa wnu gecdouuunt Ha P450 okcmpopeaykta3a. CbOTHOLWEHMeTOo
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Mexay CTepoMagHUTe XOPMOHM B Xoda Ha ctumynaumsaTa ¢ 0,25
Mg KOCUHTPOMNUH MOXe Aa pasrpaHudy 21-xugpokcunasHua gedu-
uMT OT 17-xmapokcunasHms gepuumnt Hanpumep. B eguHnyHKn cneum-
anua3npaHu LEeHTpPOBe Ce M3crneaBaT W ypuHHUTE dpakuMnm Ha Tesu
XOpMOHU (mM3nonseaTt ce ras-xpomartorpacdua/MC unnn TX-MC/MC).
YPUHHMAT cTeponaeH npocun e anTepHaTMBa NpU HEBBL3MOXHOCT 3a
B3eMaHe Ha KpbB M MMa cbliaTa AMarHOCTMYHa CToWMHOCT. Mpu ge-
duUunT Ha 21-xugpokcunasa 6asanHuTe HMBa Ha 21-4eoKCMKopTU3on,
aHOPOCTEHAMNOH M TECTOCTEPOH CbLLO Ca NOBULLIEHMN.

TecTbT C KOCUHTPOMUH NPU HOBOPOAEHM Cce NnpaBu NoHe 48 yaca
cnepd paxgaHeTo, 3a ga ce u3berHaT panmMBonoONOXUTENHU U dan-
LUMBOOTPULIATENHN pe3ynTaTy.

Mpun geua n nogpacTeawy ¢ knMHMka Ha BHXK 3a ckpuHuHr ce
nonsea 6asanHoTo HMBO Ha 17-OH-nporectepoH, uscnegsaH npean 8
yaca cytpuHta ¢ TX-MC/MC. lNMpu MeHCTpyupaLum XeHn nacnegpaHe-
TO Ce NpaBu B CaMOTO Ha4vasno Ha donukynapHaTa gasa.

InarHosata BHXK, abmkawa ce Ha 21-xugpokcunaseH gedu-
uuT, ce nocrtaes npu G6asanHo HMBO Ha 17-OH-nporectepoH > 30
nmol/l. Mpwn HMBO Ha 17-OH-nporectepoH < 6 nmol/l, anarHosaTa ce
n3kntoyBa. Npn nonagaHe B ,cumBarta 30Ha“ mexay 6 n 30 nmol/l e
NnokKasaH TeCT C KOCUHTPONWH. AKO B Xoa Ha TecTa Ha 60-aTta MUHy-
Ta 17-OH-nporectepoH e < 30 nmol/l, anarHosaTa ce nskmnouBa. AKo
e > 30 nmol/l, anarHosaTa ce NnoTBbLPXKAABA.

Mpy naumeHT Ha nevyeHnMe CbC CUHTETUYHWU KOPTUKOCTEPOMAMU
TECTbT HE MOXE Oa Ce M3BBLPLIM MU MOXE [a MOMOrHe reHeTUYHUAT
TecT. XOpMOHanHaTa KoHcTenaumss MHoro gobpe kopenupa ¢ oTaern-
HUTE reHeTUYHN BapumaHTu, 3a4 KOUTO cTon obobLyaBaliaTa anarHosa
BHKX. ETo 3awo aBTopuTe npenopbyBaT reHeTUYHUAT TecT Aa ce
3anasu camo 3a crneuudunyHm cutyaumm (nnaHnpaHe Ha 6peMeHHOoCT,
neyeHne CbC CUHTETUYHU KOPTMKOCTEPOMAN, HEMO3BONABALLN KOCUH-
TPONUHOB TECT W Ap.). [eHeTUYHUTE TECTOBE Ca HYXHU NPU TbpCeEHe
Ha XeTepo3UroTHO HOCUTENCTBO. XETepO3UroTHUTE HOCUTENMU Ha reH
3a BHKX He nognexart Ha nevyeHue, HO noanexart Ha reHEeTUYHO KOH-
CynTupaHe, koraTto pewart ga umar geua. XeTepo3uroTHuTe Hocu-
Tenu nokasBaT nokauBaHe Ha 17-OH-nporectepoH B xoga Ha
CTUMYJaLMOHHUA TECT CbC CMHAKTEH, HO YacT OT 34paBuTe nuua
pearnpar no CbLUs Ha4YUH.
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JleyeHune Ha knacunyecka BHKX

lMpenopska. lNpy nogpacTBaly NeYeHMETO fa Ce MpoBexaa C
XVapokopTn3oH (1,+++). He ce npenopbyBa M3NON3BaHeTO Ha Obiro-
OEeNCTBaLLM CUHTETUYHM KopTUkocTeponam (1,+++). Npu HoBOpOOEHN 1 B
paHHa OeTCcKa Bb3pacT Aa Ce BKIYM U fieveHre ¢ onyapoKOPTU3OH 1
cynnemeHTaums cbe con (1,+++), He3aBNCMMO Ye CTaBa Qyma 3a Kracu-
yecka, a He 3a corn-rybelua copma. Npu 3aBbPLUMNIKM pacTexa cu nawuu-
€HTU C Knacmyecka chopma Ha BHKX morat ga ce gaesat obnrogencrea-
LM KOpPTMKOCTEpOMAN, CbC UK 6e3 MUHepankopTMKOuam, B 3aBUCUMOCT
OT vHaukaummTe (1,+++). MNpn BCcuMYkn NaumeHTn TpsibBa aa ce crneam 3a
npefo3vpaHe Ha KOPTUKOCTEPOMAMTE U 3a MPU3HALUM Ha HeJoCTaTbyHO
NMOTUCKaHe Ha aHAPOreHHMs N3nuLbK (1,+++). MNpy BCUYkK € Knacuyecka
dopma Ha BHKX Tpsibea ga ce crnegum v 3a NpusHaum Ha MUHEPankopTy-
KouaeH eouLmT Unm nsnusk (1,+++).

[Mpn NnpaBunNHO NpoBegeHo eyeHne C rIOKOKOPTUKOMAN geuarta
¢ BHKX wuspactBaT OTHOCMTENHO HOpPMarnHoO, HOCTUraT HopManeH
KpaeH pbCT, Npeanas3eHy ca oT HagobOpPEeYHM Kpran 1 BUpUIM3aums.
M3KkycTBOTO € B nocturaHeto Ha 6anaHC Mexay HegomnycKaHeTo Ha
npegosvpaHe Ha rNIOKOKOPTUKOMANTE M HegocTaTbyHaTa MM [03a,
HenoTucKalla 4OCTaTbyYHO aHOPOreHHUS N3MULLIBK.

[Mpn HOBOPOOEHM KIMMHULMUCTBT MOXE Aa HagXBbpv Npenopby-
BaHaTa [03a rMIOKOKOPTUKOMAWN € Len no-6bp3o HopManuanpaHe Ha
XOPMOHAINHUTE HMBA, HO LLOM Ce OOCTUTHAT HOPMarHW HWBA, TTHOKO-
KopTukongute 6bp30 TpsidbBa ga ce HamanATt. HyxeH e yecTt nabopa-
TOpeH KoHTporn. OnuTuTe ga ce Hopmanuaupa HambiIHO HUBOTO Ha 17-
OH-nporectepoH OOVMKHOBEHO BOOAT OO CBPBbXAO3MPaHE Ha [MHKO-
KOPTUKOMONTE W KyLUMHromgHn nposien. [pu HOBOpoAeHU C knacudec-
ka BHKX e HeobxogumMo n neyeHne ¢ MUHEPaNKOPTUMKOUAN, KaKTO U
npvem Ha coneBa gobaska. HyxxagaTta oT con npy HOPMarnHo pacTALm
HoBopoaeHu e okono 1 mmol/kg Terno Ha AeH, KONKOTO ce 4OCTaBs
npu kbpmeHeTo. lMpu con-rybewa dopma Ha BHKX konuuectsoTO,
OOCTaBsHO OT KbpMaTa, € He4OCTaTbyHO M Ce Hanara JaBaHe Ha [o-
6aBka Ha con. [lobaBka Ha con MOXe fa He Cce AaBa, ako ce npwunara
AOCTaTbyHO BMCOKa [03a (brnyapoKopTM3OH. B TO3M cnyvan e mMHOro
BaXXHO [a Ce crneau apTepyarnHoTo HansraHe Ha HOBOPOAEHOTO, 3a-
LLIOTO BMCOKWUTE [03W (OrlyApOKOPTU30H MOraTt Aa NpuUYMHAT NokKaysa-
HeTO My (6BbOpeyHuTe TyOynM Ha HOBOPOLEHM HEe ca A0CTaTbyHO
3penu n peabcopbumaTa Ha HaTpUn € MHOro NpomeHnuea). [Jo3ata Ha
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GnyapokopTU3oHa M Ha cornHaTta gobaBka ce npeleHsiBa no apTepu-
anHOTO HansraHe, CEPYMHUS HATPUIA, CEPYMHUS Kanun 1 nnasMmeHarta
peHuHoBa aktuBHOCT ([MPA).

3a npakTukaTa € BaXkHO, Y€ U3BECTEH CYOKITMHMNYEH JednumT Ha
annocTepoH MMa npu BCUYKM POpMM Ha 21-xuapokcunaseH pe-
¢numT, He camo npm con-rybellata gopma, KbAETO TON € KIMHUYHO
n3siBeH. ToBa MOXe Aa ce OLEHN Ype3 n3MepBaHe Ha CbOTHOLLEHNETO
angocTtepoH/nnasmveHa peHMHoBa akTMBHOCT. CbOTBETHO BCUYKM Na-
LUMeHTn ¢ knacunyecka opma Ha BHKX e umat Hyxxaa oT neyeHuve ¢
GryapoKOPTU3OH 1 AobaBka Ha CoM OT paxadaHeTo. Taka ce nogabpxa
eysonemusi, Hamanssat ce AOX n AKTX 1 nma Bb3MOXHOCT 3a Hama-
nsiBaHe go3ata Ha rmokokopTukonaa (MK) n 3a ocurypsisaHe HopmMarneH
NHEEH pacTex Ha koctuTe. 1o Bpeme Ha mM3pacTBaHETO MNoaabpka-
LwaTa Tepanvsa € ¢ XMapoKOPTU3OH. ToM uma Har-KpaTbK MONY>XUBOT U
Hal-Marnko HebnaronpuaTHM edeKT BbpXy pacTexa. Bcuykm octaHanm
MO-MOLLHM CUMHTETMYHM TTIFOKOKOPTUKOMAW MOTUCKAT HOpPMarHus pac-
TEX, Hanpumep nNPeaHU3oNoHBT ce cmdATa 3a okono 15 mbTn no-
NOTEHTEH OT XMOPOKOPTM30HA, a AekcameTasoHbT € 70-80 nbTm no-
MOTEHTEH OT XUOPOKOPTM3OHA. TabneTkMTe XMOpPOKOPTM3OH MoraT ga
ce CTpUAT ¢ Marnko Boga npeau npuema. Toea e no-gobpe, OTKONKOTO
[a ce AaBaTt TeYHU npenapaTi C XMapOKOPTM3OH, 3aLl0TO HE Ce MOCTU-
ra 3agosonuteneH KOHTpon Ha geuata ¢ BHKX nopagn HepaBHOMep-
HOTO pasnpegerneHne Ha akTMBHaTa CbCTaBka B TAX. [JaHHUTe OT nute-
paTypaTta ca OCKbAHW, 3a Ja Ce npernopbya TOYEH PEXUM UMK pasnpe-
JeneHve Ha posarta Ha XuOpoKopTM3oH. B T1abn. 1 e nokasaH Hau-
YECTUAT PEXMM NpY NogpacTBaLLM NaLneHTH.

Ta6bnuua 1. MopAabpxawa Tepanua npu nogpacrteawm ¢ BHKX

INekapcTBa O6wa aHeBHa fo3a Pa3npegenenue

I'K: xuapokopTn3oH 10-15 mg/m?2 Ha feH 3 MbTU [IHEBHO

MK: conyapokopTu30H 0,05-0,2 mg Ha fieH 1-2 MbTV GHEBHO

[Jlo6aska Ha con 1-2 g Ha [ieH Npy HOBOPOLEHM PasnpepaeneH npu BCAKO XpaHeHe

Korato gosata Ha rrnokokopTukonaa Haaxsbpnu 20 mg/m2 Ha
O€eH npu HoBOopoAeHU unn 15-17 mg/m2 Ha AEeH Npu IOHOLLW, KPAaNHNAT
pBCT ce HamansBea. JleyeHneTo MoOXe ga ce KoMnpomeTupa nopagu
pasnukn B abcopbumsita Ha XMOPOKOPTM3OH MPU OTAENHUTE UHOMBU-
OV UNn pasnuky B NONYXUBOTA MY MPU NIEeYEeHNe C pasnumyHuTe npe-
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napatu B obpatleHue. No BpeMe Ha nybepTeTa KIMPBHCHT Ha KOPTU-
3ora e nosuweH 1 KoHTponbsT Ha BHKX moxe ga ce snowwu. Tosa ce
HabngaBa U AOpu ako Jo3aTa Ha XUOPOKOPTU3OH € AoCTaTbyHa U
nma gobpo cbyyacTve Ha naumeHTa B nedeHneTto. Cnepn 3aBbpluBaHe
Ha pacTexa MoXe [a ce NMpeMuHe KbM JledeHue C Abnroaencraaly
rnokokopTukong (Tabn. 2), BbNpekn 4Ye XMAPOKOPTU3OHBT OCTaBa
Hal-NpeanoYnTaHoToO CPeacTBO 3a NeYeHue.

Ta6bnuua 2. I'Ion.q'bpx(au.ta Tepanua Npu Bb3pacTHU, 3aBbPLUNIIN pacTeXxa CUu

rK O6wa AHeBHa Ao3a Pa3npegenenue
X1apOKOPTU30H 15-25 mg/peH 2-3 b
lMpeaHu3oH 5-7,5 mglneH 2

lMpeaHu30moH 4-6 mg/neH 2
MeTunnpeanmaonoH 4-6 mg/peH 2

[lekcameTasoH 0,25-0,5 mg/peH 1
dnyapokopTU3oH 0,05-0,2 mg/peH 1-2

Hsama paHgooMmanpaHu KIMHUYHK NPOYYBaHUSA, KOUTO Aa OLEeHs-
BaT pasfnuyHUTE TepaneBTUYHW PEXMMMU C AbIrOAECTBaLLM [IHOKO-
KopTukongun npm Bb3pactHn ¢ BHKX. CbwoTo ce oTHacs u 3a neve-
HMeTo ¢ hNyapoKopTU3OH. 3Hae ce, Ye HeobxoammocTTa OT hnyapo-
KOPTU30H Hamansea ¢ Bb3pacTTa. OCBEH TOBA CbObPKAHNETO Ha CON
B XpaHaTa no NpVHUUMN € BUCOKO B MNOBEYETO HauMOHanHu KyxHu. Bee
nak noBeyeTo Bb3pacTHW NaumeHTu c knacudecka BHKX we umat
nonsa ot feveHne ¢ ryapoKOPTU3OH, MPU YCrOBUE Ye HAMAT apTe-
pvanHa xunepToHus. Janu ga npoabmku cybetutyumsata ¢ pnygpo-
KOPTU3OH, Ce npeLeHsBa Npy NpeMrMHaBaHeTO Ha naumeHTa OT npoc-
negsiBaHe OT OETCKM €HOOKPUHOMOr KbM CMeuuannct no eHOoKpUHO-
norus cnepg 18-roguiHa Bb3pacT.

KoHTponbsT Ha xunepaHaporeHuamMa npu xxeHn Hanara gobassiHe
Ha aHTaroHWCT Ha aHAPOreHHMs peuenTop KbM Tepanusita C KO-
KopTukoug v muHepankoptukong. OpanHuTe KOHTpauenTuBM, Cbabp-
Xalum OpocnupeHoH, edhekTMBHO HaMmansiBaT HagobOopeyYHOKopOoBUS U
ANYHUKOBUSI CMHTE3 Ha aHgporeHn. Te HamaTt edekT Bbpxy PAAC,
KanvemusTa, apTepyanHoTO HamnsraHe M HMBOTO Ha KopTu3ona u ce
cuuTaT 3a gonbneala Tepanus KbM NeYEeHNETO C FMOKOKOPTMKOUA, U
MuHepankopTukong. lNpn HeknacuyeckuTe, KbCHU opmm Ha BHKX
HSIKOW >XeHW MoraT da npegnodveTar ga ce fnekyBaT caMO C opariHu
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KOHTpauenTveu. [laBaHeTo Ha CNMPOHOMAKTOH C Len HamansBaHe Ha
aHOPOreHHNs U3MULLBLK € NPOTMBOMOKAa3aHo Npu NevyeHne Ha nauveH-
TM cbC con-rybewa c¢opmm Ha BHKX 3apagu aHTaroHusupawusa my
egekT cnpsimo PAAC. JleueHneTo Ha xup3yTuama npum xeHn ¢ BHKX e
pasrrnefaHo no-noapobHO B NPenopbkuTe Ha EHOOKPUHHOTO Apyxec-
TBO 3a Jle4YEHNE Ha XMp3yTru3ma.

Ho3unpaHe npu cTpecoBU CLCTOAHUSA

lMpenopbka. [Npu BCcrMYkM naumeHTn ¢ BHKX, nekyBaHu ¢ rntoko-
KOpTUKOMaW, ce npenopbyBa YABOsIBAHE Ha Jo3aTa MM Mpu CUTyaumm
Ha cTpec: debpunutet — Temnepatypa Hag 38,5° C; racTpoeHTepwuT,
YCIOXHEH C AexuapaTauusi; ronsama onepaums ¢ Hyxga oT npunaraHe
Ha obwa aHecTesus; ronama TpaBma (1,+++). He ce npenopbyBsa
yOBOsSIBaHE Ha [o3aTta Ha [MIOKOKOPTUKOUANTE MpU eXeOHEBEH eMOo-
LMOHaNEeH U NCUXMYECKN CTPEC Uinn Nnpu neko 3abonsBaHe 6e3 ¢deb-
punuTeT; CbLUO Ao3aTta He TpsbBa ga ce nosuwasa npean obuyanHo
dusnyecko HaToBapBaHe (1,++). Bcuukm naumeHTn TpsabBa ga HocATt
0003HauMTENHM 3HAUW/OOKYMEHTH, Ye mmaTt HagbbvbpeyHa HepocTa-
TbYHOCT; Oa O6baaT obyyeHu, Kak ga npegoTBpaTaT HagbbOpedHa
Kpu3a C yABOsiBaHe Ha [o3aTa Ha KopTukocTepouaa (HO He U Ha Mu-
HeparnkopTMkomaa) npu Texko 3abonsBaHe v Npu Hyxaa, 3a npunara-
He Ha K napeHTepanHo; nauneHTuTe Tpsbea Aa 6baaTt cHabaeHu ¢
WHXXEKLNOHHU TMHOKOKOPTUKOMAHM NpenapaTi 3a CNeLHW HYXOW, Kou-
TO Aa 6baaTt BMHaru ¢ T4x; 6rmM3knTe Ha NaumMeHTuTe Cbluo Tpsbea aa
6baat obyyeHm (1,+++).

MauneHTnTE C TEXKN POopMKU Ha 21-XxmapokcunaseH geduumnT He
MoraT ga npou3BexgaT OOCTaTb4yHO KOPTU30ST B YCMOBMS Ha CTpec.
Mpu hebpunHmn cbCTOAHMSA, racTPOEHTEPUT C Aexuapartauud, ronsama
onepauusa unm TpaBMa gosata Ha 'K Tpsbea ga ce yasowm (tabn. 3) u
[a ce pasnpegenu Bede He Ha Tpy NpuemMa, a Ha wecT (Mpu neyeHune ¢
XvapokopTu3oH). MNpu 3apaBu geua e naMepeHo OOKONKO Ce Mokavsa
KOPTMU30MbT MO BPEME Ha Masriku onepauun, HanpaeBeHu ¢ obLia aHec-
Te3ns, U Ce YyCTaHOBSIBA, Y€ KOPTM3OMBbT He Haguwasa 276 nmol/l.
3artoBa npu No-marsnku onepauum Moxe fa ce npeLeHn cnopen cutya-
LMsiTa HYXKHO N € yBENM4YaBaHe Ha Jo3aTta Ha KopTUKocTepounaa.

Cpep Han-4ecTuTe MNpUYMHKU 3a OTKMOYBaHe Ha HaabbbpeyHa
Kpu3a ca pecnupaTtopHuUTE U racTponHTECTUHaNHUTE nHdekummn. Ham-
YecTn ca HagbBOpeYHuTe KpU3n Npes3 NbpPBUTE 4 roaMHU OT XKMBOTA,
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KaTo noBe4veTo ca npu con-rydewmte dopmm Ha BHKX. Xunornumke-
MUATa CbLLO € YeCTO YCIIOXXHEHME Npe3 NbpBUTE TOOUHU OT XNBOTA.

Ta6bnuua 3. CTpecoBa Ao3a Ha rIOKOKOPTMKOUAUTE NpU HaA6bLOpeUvHa Kpusa

Bb3pacT Ha naumeHTa MNbpBoHayanHa napeHTepanHa Ao3a
XWMAPOKOPTM3OH

HoBopogeHu 1 Aela B npeayyunmLHa Bb3pact 25mg

[eua ot 7 go 18 roanHu 50 mg

BwapacThu 100 mg

Ben.: Ha Bcekn 6 yaca ce gobaBs OoMbAHUTENHO MO %4 OT MbpBOHaYanHata Ao3a
napeHTepaneH XMapokopTU30H

O6bwnyarHaTa 4o3a rMIKOKOPTUKOMAM Cce Bb3CTaHOBsIBa crief OB-
nagsBaHe Ha BMeTHaTaTa MHgeKuusi/cTpeca, CBbp3aH C onepauusTa.
Mpn manku geua npu BMeTHATV MHEEKLUUN MMa PUCK OT eNeKTposin-
TeH amcbanaHc v xunornvkemusi. Te TpsabBa ga npuemart noBeye
Obp3n BbIMEXMapaT U1 MHOrO TEYHOCTU. AKO He TonepupaT Npuem Ha
TEYHOCTW U NekapcTBa Npes yctaTa, ce BNMBaT M30TOHUYHU Pa3TBOPU
Ha duanonormyeH pasTBop M ce 3anoysa napeHTepaneH K. Okono
27% oT Hapb6BLOPEYHUTE KpM3KM ca B AETCKa Bb3pacT, C MUK OO OKOMOo
4-rogvwHa Bb3pacT, Han-Beye npu con-rybewmrte opmmn (ToBa ca u
dopmMUTE C NO-TEXBK EH3MMEH AednunT), HO cbLLo Taka 20% oT Kpu-
31UTe ca Npu Bb3pacTHU. PUCKbT OT HaabbOpeyHa Kpunsa e JOXMBOTEH
W FNIOKOKOPTUKOMA 3a NapeHTepasnHo npunoxeHne Tpsibea ga ce Hocu
BMHAry, 3a a € Hann4eH B criyyan Ha Texka bonecr.

I'Ipocne.qﬂ BaHe Ha TepanusaTa

lpenopbka. MNMpu HoBopoaeHn ¢ BHKX Ha Bb3pacT < 18 meceua
€ HeobxoaMM 4YecT nekapcku KoHTporn. Han-uHTeH3uBeH Tpsibsa ga e
KOHTPOMbT Npe3 MbpBUTE TPU MeceLla OT XMBOTa, crnej Toea npes 3
meceua; crneq 18-mecedvHa Bb3pacT — Ha 4 meceua. [pocnegasart ce
CKOPOCTTa Ha pacTexa, TENeCHOTO Terno, KPbBHOTO HansaraHe, Npasu
ce huaukaneH npernen, namepsaTt ce OMOXMMWMYHM U XOPMOHAHU
nokasaTtenu, 3a Aa ce npeLeHn agekBaTHOCTTa Ha NIeYEeHNETo C rMio-
KOKOpTUKOMAM W MuHepankoptukomgn (1,++). lMpu pgeua nopg 2-
roouvlliHa Bb3pacT ce criefiM KOCTHaTa Bb3pacT BCcAka roaunHa (rperio-
pbka Ha 6azama Ha orium). MNpu Bb3pacTHM ¢ BHKX npocneasisaHeTo
€ eauH NbT roguLHO — N3MepBaT Ce MHAEKC Ha TernecHa maca, apTe-
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puvanHo HansraHe, cregu ce 3a NnosiBa Ha KyLUMHroMAHW Mpu3Haumn u
ce usmepsaTt BUOXMMNYHN N XOPMOHanHu nokasatenu (1,++). Namep-
BaHETO Ha XOpPMOHasnHWTe nokasartenu TpsbBa ga ctaBa B noaxoasi-
Lo BpeMe u ga e cbobpaseHo ¢ npuemaHuTe nekapcrea (1,++). MNpu
naumeHTn ¢ BHKX, 3aBbpumnm pactexa cu, HaMa Hyxga oT MbIlHO
notuckaHe Ha AKTX (1,+++).

Mpe3 mbpBaTa roguHa OT XMBOTa YyBCTBMTENHOCTTA KbM MUHEpar-
KOpTUKOMAUTE HapacTBa NocTeneHHo. 3aTtoBa MoXe Aa e TPyaHo Aa ce
onpegenu TovHaTa 4o3a Ha pryapoKopTM3oH, 6e3 Ta ga NpuynHn apTe-
pvanHa xvnepToHMs Npy HOBOpoAeHOTO. B egHO nmpoy4yBaHe nosedve oT
50% oT HOBOpOAEHUTE Ca C NOBULLEHO apTepuarnHo HansraHe Ha doHa
Ha NeYEeHNETO C MUHEpPanKopTMKonan. To3n puUcK MOXe fa ce Hamanw,
akKo nnas3meHaTta peHUHOBa aKTMBHOCT Ce U3MepBa AOCTaTbYyHO YECTO U
posarta Ha muHepankopTtukomaa (MK) ce perynvpa cnpsimo Hes.

AHaMHe3aTa TpsbBa Aa BKIIOYBA Ha KakBa Bb3pacT Ce e MosiBU-
no nybucHoTo okocMsiBaHe, UMaro M € HeobsACHMMO Obp30 u3pacT-
BaHe Ha PbCT, M3pacTBaHe Ha MOSIOBMS YreH, NosiBa Ha MUpU3Ma,
XapakTepHa 3a Bb3pacTHUTE (MOBULLEHA CEKpeuusa Ha MOTHUTE Xre-
31), UMano nu e rnag 3a con v HagobOpeyuHn Kpmsn. PuankanHUsT
nperneq npu geuarta TpsbBa Aa OLUEHU CKOpPOCTTa Ha u3pacTBaHe Ha
BMCOYMHA, Ma NN YCKOPEH pacTex, NPM3HauUM Ha BUpUIU3aums, Ham-
pedHana KocTHa Bb3pacT. Bcmyko ToBa Haco4Ba KbM NPOLABIIKUTENTHO
neyeHve ¢ TBbPAE HUCKM A03U TTIHOKOKOPTUKOMAM U MUHEPANKOPTUKO-
ngn. ObpaTtHo, ako NeYeHNEeTO ObITO Bpeme e npefosnpaHo, ce 3a-
fenassaT HaggaBaHe Ha Terno Unu 3aTNbCTaBaHe, MOBULLEHO KPBbBHO
HansraHe, HamaneHa pacTexHa cKopocT. AKO KOCTHaTa Bb3pacT AOC-
TUrHe TBbpAe OBbP30 ovyakBaHaTa 3a nybeprteTa, TpsAbeBa ga ce no-
MUCINN 3a MpexaeBpemMeHeH nybepTeT ¢ LeHTpaneH reHesuc (nosu-
LUEH roHagOTPONUH PUNTMASUHT XOPMOH).

3a npakmukama e gaxHo, Ye obu4dariHo ce npocnegsasaT 17-OH-
nporecTepoH U aHAPOCTEHAMOH, KOUTO Ca MokasaTenHu 3a agekear-
HOCTTa Ha KopTukocTepougHata Tepanus. Ctepouante B KpbBTa U
cnoHKkata ce uamepsart ¢ TX/TM, a B ypuHata — Cc ra3 xpomartorpa-
dus/mac-cnektpomeTpus. MNbnHaTta cynpecus Ha 17-OH-nporectepoH
He O3HayaBa uaeanHo TUTpMpaHa [o3a, a € NpuU3HaK Ha Npefo3npaHe
Ha TepanusaTa. HnBoto Ha 17-OH-nporectepoH TpsibBa Aa ce Hamanu,
He ga ce Hopmanuaupa. lpu onpedensHeTO Ha HMBOTO Ha aHApOC-
TeHanoH Tpsabea ga ce u3nonssaT Bb3pacToBO-cneundU4Hn 1 nomno-
BO-CneumduyHn pedepeHTHn rpaHmun. NamepsaHeto Ha AKTX He
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HOCK HUMKakBa MHdopMaums npu naumeHtTute ¢ BHKX. O6nyannHarta
XOpMOHanHa KoHcTenauus npu gobpe nekysaH naumeHT ¢ BHKX
BKITHOYBa Neko nosuileHn 17-OH-nporectepoH n aHgpoCTEHAMOH (Mnn
Ha ropHa rpaHuua Ha Hopmara). OueHkaTa Ha Tepanusita TpsbBa aga
Ce OCHOBaBa Ha UANOCTHaTa KIWHWMYHA KapTMHA M ONfakBaHusTa Ha
naumeHTa, a He camo Ha GasaTta Ha nabopaTopHu nokasartenu. 3arto-
Ba aBTOpUTE Ha MpenopbkuTe He daBaT npuuenHuM Huea 3a 17-OH-
NPOrecTepPOH 1 ApyruTe CTeEPOUaHM NPEKYPCOPU.

OcTtaTbk OT Hagb6bLOpeyHa TbKaH ce Hamupa B TecTUCUTe
npu HAKOM MomuyeTa, no-decto creq 10-rogvwHa Bb3pacT. PegosHo-
TO YNTPa3BYKOBO M3crneaBaHe Ha TecTucuTe TpsibBa Oa 3amnoyHe B
IOHOLLEeCKa Bb3pacT M Aa Cce NMpaBu BeOHBbX rogvHo unu Ha 1-2 ro-
OVHK, a Npy ONflakBaHWs OT CTpaHa Ha naumeHTa — no-yecto. NoBu-
LIaBaHeTO Ha Ao3aTa Ha rfKOKOPTMKOMAa Moxe Aa NoMOrHe 3a
M34ye3BaHeTO Ha Ta3uM TbKaH, HamepeHa LOCTAaTb4yHO PaHO 4pes
pefoBeH yNTPa3BYKOB CKPUHWMHI Ha TECTUCUTE; Taka TS He ce yrone-
MsIBa C BPDEMETO U HAMA [ja CTaHe NnpuyvHa 3a MHpepTunuTeT.

Mpu Bb3pacTHUTE NAUMEHTN BHUMAHMETO Ha Nlekaps ce U3MecTBa
OT KOCTHaTa Bb3pacT WM MpaBUSHUSA JIMHEAPEH PacTex KbM pPenpoayk-
TUBHWTE HYXOM Ha NauMeHTa 1 HEeJOMYCKaHETO Ha XPOHUYHMN YCIOXHe-
HKS, CBBbP3aHu C NeveHneTo. Hama ontumaneH Habop oT nabopaTopHu
nokasartenu, KouTo ga ce cnegdar, HUTO MMa SCHO YCTaHOBEHW mpuuen-
HY HMBa Ha obu4anHO M3mMepBaHuUTe nokasaTtenu. PeweHneTto Ha neka-
psi OTHOCHO fo3ata Ha K e 6asvpaHo noBeye BbpXy KNMHUYHATA Kap-
TUHa 1 U3UKaNHWUA Nperneq Ha naumeHTa, OTKONKOTO BbPXY KOHKpe-
TeH nokasaten. Mpu xxeHUTe N3MepBaHEeTO Ha HUBOTO Ha TecTocTe-
pOHa 1 Ha aHAPOCTEHAMNOHA e A06pPOo, HO HE N €AMHCTBEH MapkKep 3a
ycnexa oT ne4veHuneTo. [1py MEeHCTpyanHu HapyLeHs 1 Npu3Haum Ha
aHApOreHeH M3MNULIBK Ce HasHadaBaT AOMbIIHUTENHU W3CNeaBaHus.
Axo egHa xxeHa ¢ BHKX xenae 6peMeHHOCT, HO He ycnsiBa Aa 3a6-
pemeHee, no3ata Ha npunaraHusa K TpsabBa aa gonpuHece 3a noc-
TUraHe Ha nporecTepoH, M3amepeH BbLB thonukynapHa ¢asa < 0,6
ng/ml (< 2 nmol/l), T.e. Hy>keH € MHOIro NO-CTPUKTEH KOHTPOJ U Hau-
BEPOSITHO Le Ce HaroXu BKIIOYBaHe Ha Be4YepHa [o3a npeaHu3o-
JoH. [pK XeHN, KOUTO He xenasaT BPEMEHHOCT, KOHTPOMbT MOXE Aa €
MO-Mariko CTPUKTEH.

[osata Ha npunaraHus ¢pnyapoKOPTU3OH, CbC Unn 6e3 comnHa
nobaBka, ce oueHsABa Ha H6asaTa Ha KPbLBHOTO HansiraHe B U3npa-
BEHO MonoXeHue (TEeCT 3a MoCcTypanHa XUMNOTOHWS), HA CepyMHUSA
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Kanvin v nnasmeHata peHMHOBA aKTUBHOCT, 3a KOATO UMa Bb3-
pacToBo-cneundunyHn pecdepeHTHU rpaHuLMA.

Ta6bnuua 4. NokasaTenu, U3MepBaHU NpU NpocrnegsBaHe Ha Ne4YeHUEeTo Ha naum-

eHTn ¢ BHKX
Mauuentn | Mokasaten ®usnonorua Llenu n komeHTapm
Benukm na3meH peHuH lNoka3sa eyBonemus [a ce nopabpxa HUCHK U
Bb3pacTn HOpMarieH, ocBeH npy Bicoko AH
Kanun [osa Ha MK LlenTa e aa e HopmaneH
Hatpuit [osa Ha K u MK Llenta e pa e HopmaneH
TectocTepoH [aBa npeacrasa obwo | LlenTa e ga e HopmaneH unu
3a aHApOreHuTe noYTW HopManeH
AHAPOCTEHANOH MpeaumHo Hapbbope- | Llenta e fa e HopmaneH unu
YeH NMpou3Xoa MoYTM HOpMarneH
Cekc XOpMOH-CBbP3BaLYy, | 3a usumcnsBaHe Ha 3a uauncnasaxe Ha GrorHanu-
rnobynuH cB0DOMEH TECTOCTEPOH | YeH TEeCTOCTEPOH
17-OH-nporectepoH lpomeHnuBm HuBa Hopmanhu cToiHocTV = npego-
3upaHo neyenue ¢ K
Mbxe TectocTepoH [Mpoumaxop oT HapobO- OTKOHeHWsTa B HMBaTa My Aa
peLyTe N OT TECTUCUTE | CE MHTEPNPETMPAT B KOHTEKCTA
Ha rOHafOTPOMUHNTE U HUBOTO
Ha aHppoCTeHaNoHa
['oHagoTponuHM Craryc Ha nonoBataoc | Hucku HuBa Ha X n ®CX =
1oL KOHTPON Ha BonecTTa
AHAPOCTEHANOH MpeanmHo oT Hap- LlenTa e < 0,5 x TecTocTepPOH
6b6peuute
Cnepmorpama thepTunutet Llenta e aa e Hopmanha
XKeHu [porecTepoH, n3mepeH MpeoumHo Hap6bbpe- | Llenta e ga e < 0,6 ng/ml
BbB (hONMKynapHa dasa | uyeH npousxop, korato | (<2 nmol/l) 3a xeHu, xenaelm
€ MoBYLLEH BpemeHHoCT

Mpn MbXe, xenaewm ga nvar geua, ce namepsat u J1X, n CX.
[MoTucHaTMTe roHagOTPOMMHU O3HAYaBaT MHAepTUNUTET. [oBMLLEHOTO
HMBO Ha ®CX e nokasaTernHo 3a TeCTMKyrnapHa yBpeda, Obipkalla ce
Ha ocTaTbk OT HagbbbpeyHa TbkaH B TecTucute. AKO TbKaHTa ce pas-
pacHe MHOTrO, MOXe a ce YBPeaaT U nanauroBuTe KneTku, NpousBex-
Jawm TectocTepoH (moeasa u JIX we ce nosuwu emopu4yHo). B Takes
cryyan CyTPEeLUHUAT TeCTOCTEPOH (M3MEPEH Ha rmagHo) e HUCHK. Mpwm
€yroHagHu MbXe CbC 3anaseHn penpoayKTUBHM Bb3MOXHOCTU
CBbOTHOLUEHNEeTO aHApocTeHAUoH/TecTtocTepoH e < 0,5. CtonHocCT
Ha CBHOTHOLUEHMETO aHOPOCTEHAUOH/TECTOCTEPOH > 2 O3Ha4vaBa
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now KoHTpon Ha BHKX npu MmbXa, ¢ MHOro ronsima cppakumsi Ha Tec-
TOCTEpOHa, naealla oT Hanbbvbpeka. HannuueTto unm otcbhbCcTBUETO
Ha ocTaTb4Ha HagbbOpeyHa TpbKaH B TeCTUCUTE He Kopenupa C
KOHTpOJSia Ha 3abonsiBaHeTO U He MOXe Aa ce MoNi3Ba KaTo TaKbB
mHaukaTop. Hannuneto Ha TakaBa ocTaTbyHa TbkaH B TecTucuTe
npeackasea MHPEPTUNUTET NpU MbXa. Ts 06MKHOBEHO e bunatepanHo
pasnoroxeHa, Marnka e U He ce mannvpa, HO MHOrO JIeCHO ce BU3yanu-
3upa Ha ynTpasByK. Tasu TbKaH HAMa ManurHeH noTeHuman, Ho ako ce
yronemMy v OOCTUIHE MO-3HAaYUMKM pa3Mepu, CTaBa MpuYMHa 3a asoc-
nepmusi U nHdpepTunuTeT. MNMoTnckaHeTo Ha aHgporeHuTe npy HegobbP
KOHTpON Ha BonectTa CbLO € NpUYnHa 3a MHPEPTUIUTET Npu MbXKa.
Mpn CbOTHOLWEHNE angoCTEPOH/TECTOCTEPOH > 2 KOHTPOMBbT € JIOL.
Mpun xeHute ¢ BHKX, konto mnckat ga 3abpemeHenT, gosarta Ha K n
MK tpsbea goa ce TuTpupa Taka, Ye HMBOTO Ha nporectepoHa BbB ho-
nvkynapHa dasa ga 6bge < 2 nmol/l. Kakto n npu xeHute 6e3 BHKX,
TpsbBa ga ce mskMYaT gpyrvM NpUYMHAU 3a MHAEpPTUIMTET KaTo obCT-
pyKkuus Ha chanonvesuTe TpbbM M eHgomeTpuosa. OctaTbyHaTa Hag-
ObOpeYHa ThkaH B ANYHULMTE CE CpeLla 3HAaYUTENHO NO-PsiaKO, OTKOM-
KOTO npu MbxeTe. B 1abn. 4 ca n3dbpoeHn Har-4ecTo NpocrneasiBaHMTe
nokasartenu npu Mbxe u xeHn ¢ BHKX.

JleyeHne Ha Heknacu4yecka BHKX

lNpenopwka. MNpu geua n HOWMKM C Heknacudecka dopma Ha
BHKX ¢ HeobscHMMO paHHO Havano Ha nybapxe u 6bp30 yBenvyaBa-
He Ha NyBUCHOTO OKOCMSIBAHE MIM Ha KOCTHaTa Bb3pacT W npu noa-
pacTBallM C NpM3HaUWM Ha BMPUIIM3aUWs, MOXe Aa Ce 3arnoyHe reve-
Hue c K (2,++). PuckoBeTte n nonsnte oT TakoBa feyeHne Tpsbea ga
ce 06cbAAT ¢ poauTenute Ha geteto. Npu nHaMBUAM C HeKnacmyecka
dopma Ha BHKX, konto HamaT cumntomm, cnopeq aBTopuTte He brBa
Oa ce npoexaga neyenne c MK (1,+++). [pn nauneHTn ¢ Heknacmyec-
ka BHKX, konto npean ToBa ca nposexganu neveHue, Tpsibsa ga ce
daje Bb3MOXHOCTTa [a Ce MpekpaTy TOBa JlevyeHune, oM KpamHUAT
PBCT € JOCTUrHaT U pacTeXbT € 3aBbPLUEH U ako NauMeHTbT € acuM-
nToMeH (2,+++). MNpu xeHn ¢ Heknacnyecka BHKX, kouto umat 3Ha-
YUM XMNEepaHAPOreHM3bM UNn MHpepTUNUTET, cCe Npearara 3ano4vsa-
He Ha neyenne c K (2,++). pM NOBEYETO MBXKE C HEKacuMyecka
BHKX He ce Hanmara exegHeBeH npuem Ha rrloKokopTukouam (2,+).
MakntoyeHnsTa ca cnegHute: MHpepTUNUTET, ekTonnyHa Haabbuopey-
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Ha TbkaH B TecTucute, HagbobLOpeyeH Tymop unn EHOTUM, KONTO €
rpaHMYeH mMexagy Knacuyeckarta u Heknacuyeckata gopma Ha BHKX.
Mpwn Heknacnyecknte popmm Ha BHKX ctpecosa gosa Ha K ce Hana-
ra no Bpeme Ha onepauusi, Npu ronsiMa TpaesmMa 1 Mo Bpeme Ha pax-
[aHe caMo ako B Xoa Ha CTUMyNnauus ¢ KOCMHTPOMWH KOPTU30NbT He
ce nosuwasa goctatbyHo (< 400-500 nmol/l). CbLo ako Hagbbbpey-
HUTE XNe3n ca NoTUCHATK ATPOreHHO, Ce Harnara cTpecoBa fosa (2,+).

Cnopen MHEHMETO Ha eKCcrnepTUTe acMMNTOMHUTE NauueHTU C
Heknacudecka BHKX HamaT Hyxaa oT neyeHune. Ako npu geTe € Tasu
AmnarHosa ce 3abenexu npekaneHo paHoO NMOBULLEHO OKOCMSABAaHE uUnu
noBuLLEHA NOTHa CEKpeLus, NeYeHne ce 3anoyBa caMo ako U KOCTHa-
Ta Bb3pacT € yCKOpeHa 1 HOPMaIHUAT pacTex € 3acTpalleH. AKo nva
caMo npexaeBpeMeHHO nybapxe, HO KOCTHaTa Bb3pacT € CbOoTBeTHa
3a Bb3pacTTa, NeYeHNeTo MOXe [a ce Cnpe 1 AeTeTo Aa OCTaHe nop
BHMMaTEeNHo npocrnegsBaHe. Taka KOCTHaTa Bb3pacT € Han-Bax-
HUAT OPUEHTUP HYXHO JM €, UK He JieYeHne NpU HeKracuyecka
BHKX npegu 3aBbpwBaHe Ha pactexa. OT gpyra crtpaHa, npeko-
MEPHOTO M3naraHe Ha pPEeHTreHOBO OOMbYBaHe B JeTCka Bb3pacT
TpsibBa fa ce usbsrea.

Mpn nogpacTtBawm MomuyeTa B nybGepTeTHa Bb3PacT akHETO U
MEHCTpyanHuTe HapyLleHus 3a OKomno 3 Meceua ce noBnuseaT OT Ne-
yeHueTo ¢ K. 3a xnp3yTnama e Hy>KHO NoBeye Bpeme (ObMblr UMKbI Ha
pacTex Ha KoCMeHUs ponmKyn — BX. NPENOPBKATE 3a CNpaBsiHE C XUp-
3yT3Ma Ha cblyaTa opraHuM3aums B npeaxoaHu 6poese Ha cn. ,EHOoK-
puHHM 3abonsBaHua”). OcobeHo TpyaHO Ce MOoBNUsIBA XMP3YTU3MBT,
ako ce pasduTta camo Ha MoHoTepanus ¢ K. Kakto npu gpyru cectos-
HWSA Ha XUNepaHOpOreHM3bM U TyK JaBaHETO Ha OpareH KOHTpauenTyB
narnexga Hamn-edpekTmBHata TepaneBTUYHa onuus. Korato nogpact-
BaLLOTO MOMMYE UM MOMYE C Heknacuyecka cpopma Ha BHKX e neky-
BaHO npe3 nybepteTa M NOYTU € JOCTUIHamNo KpamHWUS O4YakBaH PbCT,
nevenuveto ¢ K Moxxe nocTeneHHO Aa ce Hamanu u ga ce cnpe.

AKO >keHa B penpoaykTuBHa Bb3pacT C Heknacumyecka BHKX
3abpemeHee crnoHTaHHO, 6e3 aa ce e nekyBana C MKOKOPTUKONAMN,
TS He ce Hyxgae OT fieyeHuMe u no Bpeme Ha BpemeHHocTTa. [Be
PETPOCNEKTUBHN MPOYYBaHUSA Ha OGPEMEHHWM XEHW C Heknacuyecka
BHKX Hamupar, 4e noBe4yeTo GpemMeHHOCTM HacTbNBaT, Npean aa ce
noctaeu gunarHosarta. B gBete npoy4dsaHus neyeHue c K e npunara-
HO caMO 3a Bb3CTaHOBsBaHe Ha bepTunmTeTa CbOTBETHO Npu 23 K
42% ot xeHuTe. YecToTaTa Ha abopTUTe € NO-BUCOKA MPU XEHUTE C
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Heknacuvecka BHKX: 6%, ako ¢epTunuTeTsT € CTUMynupaH ¢ neve-
Hue c K, n 25%, ako He e npunaraH K. B Tpeto npoyyBaHe He ce
Hamupa pasfnuka B YecTtoTaTa Ha abopTuTe MexXay fneKyBaHUTe U He-
nekyBaHute ¢ 'K xxeHu, Ho nekyBaHuTe ¢ 'K 3abpemeHsiBaT no-6bp30.
CneposatenHo npu xeHu ¢ Heknacuyecka BHKX ¢ HamaneH dep-
TunuTeT, nedeHmneto ¢ NK Bogn oo no-necHo 3abpemeHsiBaHe U
No-Masnko CNOHTaHHU abopTu.

JleyeHMe Ha XXeHM ¢ Knacuyecka n Heknacmyecka BHKX
no Bpeme Ha 6peMeHHOoCTTa

lMpenopbka. KeHute ¢ Heknacudecka BHKX, konto He morat ga
3abpemeHeAT unm ca MManu cnoHTaHeH abopT npu nNpegxogHuMTe Onu-
T, Tpsibea aa ce nekyeat ¢ K. Tpabea aa ce non3sa TakbB CUHTETU-
YeH TTIOKOKOPTUKOMI, KOUTO He NpeMuHaBa npe3 nnaueHtata (1,++).
Mpu xkeHun ¢ knacudyecka BHKX, korato 3abpemeHeAT, ce npoabLI-
)KaBa J1IeYeHMeTO C XUAPOKOPTU3OH/MPEenHU3oNoH u cpnygpokop-
TU30H, B CbLUMTe JO3U oTnpean 3abpemMeHsiBaHeTO, a BnocrneacT-
Bue go3ata TpsAbBa Aa ce Kopurupa npy npusHauum Ha HagoLOopeuy-
Ha HepocTaTbyHOCT (1,++). Npe3 BTOpUA U TpeTUA TPUMECTLP Ha
OGpemMeHHOCTTa MOXe Aa ce HaroXxw noBuwaBaHe Ha go3ara Ha K.
Crtpecosn pgo3n K ce npunarat no Bpeme Ha camoTo paxgaHe. Mpwm
XeHu ¢ knacuyecka BHKX, kouto ce onutBaTt ga 3abpemeHeAT unum
ca 6pemeHHU, EHOOKPMHHOTO OpyXecTBO € NpoTuB ne4veHneTo c K,
KOUTO NpeMMUHaBaT Npe3 nnaueHTaTa, KaKbBTO € AeKCaMeTa3oOHbT
(1,++). BbB BCMYKM crnyyam TakuBa naumeHTu Tpsbsa da ce nekysaT U
npocnegsisaT OT EHAOKPWMHOMON, KOWTO MMa OnuT B JIEYEHMETO Ha
BHKX, ¢ yyacTneTo Ha akyLuep-ruHeKonor.

M KopTu3onbT, U aHOpPOreHuTe ce MoBMLWIBAT B Xo4a Ha efHa
HopMarHa OpemeHHOCT. ToBa ce Ob/MKM Ha MOBULLIABAHETO Ha CEKC
XOPMOH-CBbp3BaLms rmobynuH. B nnaueHtaTa eH3uMbT apomarasa
npegnassa passuBawusa ce (peTyc oT BUPMNIM3NPpaLoTo JENCTBUE Ha
ManunHuTe aHgporeHn. ManumHuat 17-OH-nporecTepoH CbLIO ce
noBuwiaBa npv HopMarnHa 6pemeHHOCT npu 3gpasum xeHn. Crneposa-
TENHO TOW He MOXe Aa Ce M3MNOoNi3Ba KaTto OPUEHTUP Npu TUTpupaHe
Ha posata Ha K. lpe3 BpemMeHHOCTTa HUBOTO Ha NporecTepoHa curi-
HO HapacTBa, KaTo B TakvMBa BMCOKWN KOHLEHTPaLMM NPOrecTepoHbLT Ce
CbpeBHOBaBA 3a CBbp3BaHE C MUHepPankopTMKoOMAHWS peuentop. Ha
Teopusi TOBa O3Ha4yaBa, Ye [o3aTta Ha prnygpokopTM3oHa Tpsbea ga
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ce noBuvLaBsa B xoda Ha 6pemeHHoCTTa. [lanu Ha npakTvka e Taka, He
€ npoy4BaHo gocera.

Mpun 6pemenHn ¢ BHKX He BuBa oa ce nonaeat rroKOKOPTUKOMAMN,
KOWTO HE Ce MHaKTMBMpAT OT nnaueHTapHaTa 11-6eTa-xugpokecmucrepouns
JexvgporeHasa Tvn 2, KakbBTO € [ekcameTa3oHbT. KakeBa TpsibBa ga
Obae posarta Ha usnonasaHus KC, He e nobpe npoydeHo. MNpuaHaunTe
Ha HagbbbpeyHa HegoCTaTBYHOCT KaTO OPTOCTaTMYHA XMMOTOHMSA U
OTnagHanocT MoraT fa o3HayaeaT HegoCcTaTbyHOCT Ha gosata KC, Ho
TOoBa He ca cneumdunyHn 3a BHKX cumntomn n ce HabnogasaTt v npu
HOpMarHo npoTuyalla 6pemeHHOCT npuv 3apasu xeHu. Bce nak gosarta
Ha K n/unn Ha MK Tpsibea aa ce nosuLwK, ako ce NOSIBAT TakuBa CUMIM-
TOMK, OCODEHO ako He ca npexogHn. OGMKHOBEHO gJo3aTa Ha KopTu-
koctepoupa ce noBuwasa ¢ 20 ao 40% ot 24-ara r.c. HaTtaTbK. [1o
BpeMe Ha CaMOTO paxkaaHe ce npunarat BUCOKM 403U KOPTUKOCTEPOUAM,
KaKTo Mpw ronsima onepaums, HoO Nuncear Npoy4YBaHns Kakea € onTumMar-
HaTa gosa npu paxgaHe. KeHute ¢ BHKX ca ¢ no-BMcok puck ot passu-
TWE Ha rectauMoHeH anabeT n nekapaT Tpsbea ga NpeLeHn Kora 1 KOJKo
YeCTO [a NpoBeXada TECTOBE B Ta3n HAacokKa.

YKenute ¢ BHKX obukHOBEHO paxaaTt C Le3apoBO CeyeHune, 3a-
LLOTO MpM MNOBEYETO XEHW C Krnacudecka dopma Ha 21-xuagpo-
KcunaseH geduunt ca npaBeHu pasfvMyHM PEKOHCTPYKTUBHU onepa-
UMM Ha BBHLUHMTE MOJIOBM OpraHu, HenossonsBawm 6e3npobneMHo
HopMmanHo paxpgaHe. Cblo 4YecTo ce Habniogasa gucnpornopums
Mexay pa3Mepa Ha Tasa Ha XeHaTa M OMaMeTbpa Ha rnaBaTta Ha
nnoga, KoeTo e OCHOBaHWe 3a MPUCTbMBaHE KbM OMNepaTMBHO POAO-
paspelueHue. Ako GpemeHHaTa uma krnacudecka BHKX, 6e3 coneBa
3aryba, moxe ga ce obcbam u HopmanHo paxgaHe. o nutepatypHu
[aHHM KbM TakoBa npucTtbneaT mexagy 16 n 42% ot xeHute ¢ BHKX,
kato noutn 100% ot Tax ca 6unu ¢ He conrybely dpeHoTnn Ha BHKX.

3a aBTOpUTE Ha Te3n NpPenopbKM € TPYAHO Aa AagaTt TBbpAM Ha-
COKM KaKBO Aa ce NnpaBuv Npu1 XeHU C HeKnacuvecka, kbcHa dopma
Ha BHXK. [Jann e HeoGxoanmo ga ce nposexaa neveHue ¢ K, npeam
0a 3abpeMeHedT, 3a nHayumpaHe Ha depTunuTeTa 1 HamansiBaHe Ha
pucka oT aboptn? danu nevyeHmeTo TpsAbBa Aa NpogbInKM 1 NO BpEME
Ha camaTa 6pemeHHOCT? ToBa ca BaXHW BBLMNPOCK OT rfnegHa Touka
Ha npakTukata. [JaHHWTe OT nuTepaTypata ca OCKbOHW, HO U3FTeX-
Aa, nonsute ot K ca no-ronemu ot BpeauTe, ako XeHaTa He Mo-
Xe ga 3abpemeHee M ako Bevye e Mmana eauH abopt. Cobuurte
XX€HM BEpOSATHO Lie MMaT nonsa oT NpoAbJiKaBaHe Ha ToBa Je-
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YyeHue npe3 uyanara 6pemeHHocT. Hakpas, ctpec-go3a K we ce
NPUNOXN Ha Te3u, NpuM KOMTO B6asanHMAT KOPTU30M He ce nokaysa
OOCTaTbyHO B XO4a Ha TecTa CbC CUHKTEH UM MbK KbM Kpasi Ha bpe-
MEHHOCTTa ce gaBa TonkoBa Bucoka gosa K, ye HagbvbbpeyHuTe
XNe3n Ha Mankata ca ATpPoreHHo notucHatu. Om npakmu4yecka
efie0Ha mo4Kka 8b3HUK8a 8bIIPOCHM KaK We ce nposede mecm CbC
cuHakmeH, 6e3 0a ce cniupa K neyeHue? [Jopu ako u3nonssaHusim
'K He e dekcamema3soH, koemo e edHa om Hogocmume 8 nogedeHu-
emo npu 6pemeHHuU xeHu ¢ BHKX, nosieseawa ce 3a nbpsu nmbm
UMEHHO 8 Hacmosuwume rnpernopbKuU, Mo U Ha ¢hoHa Ha rpedHU30/10H
UMyHoaHanumu4yHume memodu Hsama Oa yroesm KopekmHo 6asar-
Hus kopmu3osn. OceeH moea no epeme Ha bpeMeHHOCm KOpmus3oii-
cebp3sgawjusim 2nobynuH e 8UCOK, owe e0Ha rnpeyka 3a npasusiHomo
UHmMepripemupaHe Ha pesynmamume 3a 6a3asnHusi Kopmusori.

LLlo ce oTHacsa oo MbxeTe C Heknacudecka gopma Ha BHKX,
npu TAX ocTaTbyHa HagbbbpeyHa ThbkaH B TECTUCUTE CE HamMupa MHO-
ro pagko. CrnegoBaTenHo He ce nNpenopbyBa Aa ce npunarat npodu-
naktuyHo K, ¢ uen ga He ce pa3Bue TakaBa TbKaH.

Mpn acMmmMnTOMHM NauneHTn He ce Hanara neyenue ¢ K. Puckot
OoT HagbbOpeyHa kpusa npu Heknacudecka copma Ha BHKX e npub-
NN3NTENHO HyNEeB, Taka Ye 4OpW NpW MO-CEPUO3EeH CTPeC Kato BMET-
HaTW MHGEKLMN, He ce Hanara gaBaHe Ha cTpecosa fo3sa K, ocBeH
aKo B XO[a Ha TecCTa CbC CMHAKTEH Bas3anHUAT KOpTU30M He ce MOBU-
wu ¢ no-marnko ot 400-500 nmol/l go 60-ata MuHyTa.

CoblecTtByBa nonynauus nauuMeHTu, KbM KOUTO (PEHOTUMHOTO
npegcraBsiHe n nabopaTtopHuTe pesynTaTt¥ HacoyBaT KbM rpaHuMYHa
dopma mexay knacumyecka n Heknacnyecka BHKX. MNpu tax moxe ga
€ MNoresHo AaBaHeTo Ha HWUCKa 403a XMOPOKOPTU3OH.

ObnrocpoyHo ne4vyeHue Ha naumeHTute ¢ BHKX

MpemuHaBaHe OT AETCKU €HAOKPUHOIOT KbM €eHAOKPUHOOr
3a nuua > 18-roguwHa Bb3pacT

lNpenopwbka. CmsiHaTa Ha npocnegsBallMsa nekap Tpsibea aa
3arnoYHe HSIKOMKO roAvHM Npeau HaebpluBaHe Ha 18-roguvliHa Bb3-
pacT (2,+) n ga ce npoBexaaT CbBMECTHWU KOHCYNTauuW, BKNOYBaLLU
neguatbp, nekap Mo penpoaykTUBHA MeAuuMHa/feHETUYEH KOHCYI-
TaHT, yponor u eHgokpuHonor. Mpu MomuyeTaTta ce npaBu rMHEKOSO-
rMYeH nperneq, Npy KOWTO ce JOKYMEHTUPA Aanu NnosioBUTE OpraHu ca
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HOpPMarHo npeacTaBeHy 1 ganu MYHKUMOHMPAT HOPMAarHOo (nvnca Ha
BarMHarnHa cTeHo3a U MEHCTpyarnHun HapyLleHus) (2,++).

MomuyeTtaTa ¢ Bupunuanpawa gopma Ha BHKX Tpsbea ga 6b-
[aT HacoYeHN KbM MMHEKONOr Ui OEeTCKN XUPYPr C Len nacrnegsaHe
Ha reHuToypvHapHaTa cuctema. TO MOXe Ja ce Hanpasu CbC cefa-
umnsa unu nog obwa aHecTesus. PelwaBa ce uma nv Hyxaga OT PEeKOHC-
TPYKTMBHA xmpyprus. Tpsbsa ga ce o6CbAAT U BbNPOCU, CBBP3aHN C
0COBEHOCTUTE Ha MOMOBUS aKT, U3MOM3BaHETO Ha KOHTpauenuus u
HeoOXoAMMOCTTa OT FeHETUYHO KOHCYNTMpaHe Ha MapTHbOPUTE Mpu
XenaHue 3a bpemeHHocT. Cnea ToBa npernen npu rMHEKONor Unu
AEeTCKN XUPYPr MOXe Aa Ce HanoXxu B CriegHuTe crydvau: Npu HacTb-
nuno mMeHapxe, HO GonesHeHa MeHCTpyauus; Npu ONUroaMeHopes;
npuv NNaHvpaHe Ha CekcyarneH aKkT; Npu nnaHMpaHe Ha GpeMeHHOCT.

YecTtoTaTta Ha 6pemeHHocTuTe npu xeHn ¢ BHKX e okono 90%,
Ornuv3ka 0o Ta3w Ha 34paBu XKeHu. YecTtoTaTta Ha U3HOCEHUTE U XKMBO-
podeHun geua obaye € MHOro Mo-HMcKa oT Ta3u B obwiarta nonynaums
— 0,25 xuBu paxgaHusa Ha xeHa cpewy 1,8 B obuwara nonynaums.
Mpu Heknacuuyecknte, kKbcHN dopmn Ha BHKX, okono 72% ot 6pe-
MEHHOCTMTE 3aBbpLUBAT C paXkgaHe Ha XMBO HOBOPOAEHO.

MpuabpxaHeTo KbM TepanusaTa ¢ K ce noHwkaBa npu pasgana-
Ta C OEeTCKMS eHOOKPWMHOION, MOHSKOora 3apagu nvnca Ha JoBepue B
HOBUSA Nnekap (ako NPexoa4bT HE € NITaBeH, KakTo e ONMcaHo) 1 genpe-
Cus, XapakTepHa 3a TO3V Nepuog OT XMBOTa Ha MNagexuTe.

MpaBn ce M3XOOHO M3MEpPBaHe Ha KOCTHATa MUHeparnHa MibT-
HOCT, @ NpyM MOMYeTaTa — 1 yNTPa3ByKOBO M3CreABaHe Ha TecTucuTe.

FeHeTM4YHO KOHCynTupaHe un penpoaykTMuBHU KOHCynTauuun

lpenopbka. eHeTYHaTa KOHCyNTauMsa ce npasu Npu geua C
knacuyeckal/con-rybewa dpopma Ha BHKX; npu toHOWM 1 Mnagn xXeHu
npy CMsiHa Ha neguaTbpa C nekap cneg 18-roguwHa BBb3pacT; npu
Bb3PacTHM MNauMeHT C HOBOMOCTaBEeHa [uarHo3a Heknacumyecka
BHKX; npu napTHbopute Ha nauueHtute ¢ knacudecka BHKX (1,++).
[obGpe e npu nnaHupaHe Ha GpemMeHHOCT naumeHTkaTa ¢ BHXK pa
6bae HacoyeHa KbM fekap No penpoaykTuBHa MeguuuHa/cneuynanmcet
no penpoaykT1BHA eHOOKPUMHOMNOrms (2,++).

WN3uncnsea ce, ye ako yectoTata Ha knacudeckata BHKX B 06-
wata nonynaumsa e 1:10 000-1:20 000, TO xeTepo3uroTHO Gescnmn-
TOMHO HocuTencTeo umat 1:60 (Bcekn 60-u yoBek, unn 2%). Cnego-
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BaTeSIHO Ha Teopusl PUCKLT eauH naumeHT ¢ knacuyecka BHKX ga
uma gete c knacumyecka BHKX e 1:120. OTHOCHO HeknacudeckaTa,
KbcHa dopma, okono 70% OT naumeHTUTe ca XeTepo3UroTHN HocuTe-
nn — uMaT eauH aners, xapakTepeH 3a Hekracuyeckata dopma, u
edVH anen, xapakTepeH 3a knacudeckarta. [lpu Tax deHoTunHaTta
n3siBa e kato npu Heknacundecka BHKX, HO BeposiTHOCTTa geTeTo Aa
yHacneau anen 3a knacudecka BHKX e 50%. Ha Tteopus pucksT 3a
naumeHT ¢ Heknacudyecka BHKX pa nma gete ¢ knacmyecka BHKX e
1:250 (okono 0,4%). B gBe peTpocnekTMBHU MpoyyBaHus obadve ce
OOKYMEHTUpA 3HAYMTEITHO MO-BMCOKA YEecToTa — PUCKBT 3a XKEHU C
Heknacuyecka BHKX ga pogat gete ¢ knacudecka BHKX e 1,5-2,5%.
PuckbT MOXe [a ce npeackaXke MHOrMo Mo-TOYHO, akO Ce Harpasu
reHoTMNU3npaHe Ha NapTHLOPUTE MpU NIIaHMpaHe Ha bpeMeHHoCTTa.

MpocnensisaHe 3a YCNOXHeHUus, CBbpP3aHu CbC 3abonsBaHeTo
U HeroBoTo rieyeHue

lpenopsbka. MNauneHtute ¢ BHKX Tpabea ga 6bgaTt nHdopmun-
paHu 3a 30paBOCMOBHUS HAYNH HA XPaHEHe W XXMBOT, C uen nogabpxa-
He Ha HopmaneH WTM (2,+), koeTo e ocobeHO BaxHO 3apaaw mno-
BMCOKaTa 4YeCcToTa Ha BbrNexvapatHuTe OTKIoHeHus. Mpu BCuyku na-
uneHT ¢ BHXK, npoob/mkuTenHo msnaraHn Ha no-sucokn gosm K,
TpsibBa ga ce Hanpasu octeogeHaunTomeTpus. KMl ce nscnegea n npu
BCUYKM, MPEXUBENM HETPaBMaTU4YHa dpakTypa (2,+). lNpn knacmnyecka-
Ta BHKX He ce Hanara ga ce npaBdaTt nepnoanyHo obpasHu nscneasa-
HUs1 Ha HagbbOpeyvHuTe xnesu (1,+). M3knioveHnaTa ca cnegHute —
naumeHT ¢ knacmdecka BHKX 1 cbmHeHune 3a Haabbu0peyHo obpa3syBa-
HVe; HEODACHMMO MO KOHTPON Ha B6onecTTa, He3aBMCMMO OT feYeHu-
€T0; NMMnca Ha NevYeHre B NPOObINKEHNE Ha HSKOMKO FOAUHM; funca Ha
OTroBop KbM TepanusaTa. [pn mbxe ¢ knacuyecka BHXK ce npenopbu-
Ba NepuoavyHO YNTPa3BYKOBO M3CrNeABaHe Ha TeCTUCUTE 3a TbpCeHe
Ha OCTaTbK OT HaaobOpeydHa TbkaH (1,++). Mpu naumeHTn ¢ knacuyec-
ka BHKX CKpUHWMHIBT 3a CbpaevHO-CbAoBM 3abonsBaHusa n meTtabo-
NTHW OTKIMOHEHUS] Ce U3BbpLUBA MO ChbLUMTE MpaBuia kato To3u 3a
obwara nonynauus. He ce Hanara no-4ect CKpuHUWHr (1,++), HO npe-
LieHKaTa € Ha nekapsi CrpsiMO KOHKPETHUS Cryyan.

PeKOHCTPYKTUBHa XUpPYprus

lMpenopwbka. MNpu geua ¢ BHKX ¢ MUHUMaNHW KIMMHWYHK NpU3-
HauM Ha BMPUNU3aLMSA PELUEHNETO 3a PEKOHCTPYKTMBHA Xupyprus
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MOXe [ia ce OTIOXW, AoKaTo AeTeTo cTaHe no-ronsMo. Moxe goTora-
Ba geTeTo Ja ocTaHe nog HabniogeHue (npenopbka, OCHOBaBalla ce
Ha KNUHWYeH onuT). Mpu CUHO BMpUNM3MpaHm MmomudeTa (o6LLo ypo-
reHMTanHo OTBbPCTME) onepauusta TpsbBa Oa ce Hanpasu oule B
JeTcka Bb3pacT (riperopbKa, OCHog8asauwa ce Ha KnuHu4eH onum).

3aknroyeHue

B HacTosilMTe MpenopbKM Ce akueHTUpa BbpPXy CNeaHOTO: npu
HeoHaTaneH CKPUMHWHI ga ce nonseaTt pedepeHTHN CTOMHOCTM 3a 17-
OH-nporectepoH, CbOTBETHM Ha rectaumoHHaTa Bb3pacT Ha nnoaa; 3a
NoTBbPXXAAaBaHe Ha AuarHo3aTta npu HOBOPOAEHW Aa Ce MoM3BaT Bb3-
MOXHO Har-4yBCTBUTENHUTE nabopaTopHu meToau; B ObAelle mMoxe
61 BCe NO-4eCTo Le ce uacreasat v gpyrm CTeponaHN NPeKkypcopuy npu
[JoKasBaHeTo U npocregsaBaHeTo Ha edekTta oT neyeHveto npyu BHKX;
aBTopuTE Ce 00SABSBaT MPOTMB W3MOM3BaHETO Ha AeKCamMeTas3oH Mnpu
BpemeHHu ¢ knacuyecka popma Ha BHKX, Bbnpeku ye gvnrotpaiHute
HebnaronpuaTHU edekTH, CBbP3aHU C NPeHaTanHOTO My MPUITOXKEHME,
He ca gobpe OOKyMEHTVMpaHu B MeXOyHapOAHU PErncTpu; Npenopbku-
Te nogpobHo pasrnexaaTt kasyca ,opemeHHocT n BHKX” n gasat no-
[JeTanrnHn HacoKu 3a MoBefeHue; Npegrara ce ga He ce npekanssa c
yOBOSIBAHETO Ha Jo3aTta Ha [IHKOKOPTMKOMAUTE MO BpeEMEe Ha CTpec,
0cobeHo Npu naumeHTn ¢ Heknacnyeckn copmu. OTHOCHO PEKOHCTPYK-
TMBHATa XMPYprus He ca HaMepeHu OOCTaTbyHO AOBOAM B Nutepary-
paTa, 3a Aa ce TBbpAM, Ye Nno-paHHaTa xupyprusi € no-gobpata onuus,
HO MMa MU3KMYEHNs — KoraTo aHaTOMW4YHWTE OCOBEeHOCTM Cb3pgaBar
KNMHWYeH npobnem npwu XeHaTta. Bce nak aBTopuTe nogyveprtasaT, ve
Han-BaXKHO € fa ce 3anasy HOpManHOTO (PyHKUMOHMpPaHe Ha nonosaTta
W oTAenuTenHarta cuctema u ga ce ocurypu HopmMarsiHa criocobHOCT 3a
Cb3flaBaHe Ha NOTOMCTBO. MeTaaHanuanTe He MokasBaT MO-BMCOKa
3a60ns9emMoCT M CMBPTHOCT OT CbpAEYHO-CbOOBU 3abonsBaHua U Me-
TabonuTHW HapyweHus npu naumeHtTute ¢ BHKX, cpaBHeHo ¢ obwaTta
nonynaumsi, U CKpMHUHIBT B Ta3n Hacoka He ce pasnu4yaBa. Tyk ce yc-
TaHOBSIBA €4HO Marko MPOTMBOPEYME, Thbil KaTo B CbLUUTE MPENOPBKY
Ce aKUeHTupa BbpXy pornsTa Ha 34PaBOCOBHOTO XpaHeHe W noaabp-
)KaHeTo Ha HopMareH MHOEKC Ha TenecHa maca npu nauueHTuTe C
BHKX. ABTOpuTE He 3abpaBsAT ga HANMOMHAT U 3a PonisiTa Ha NcuxmaTb-
pa 3a nogcurypsiBaHe Ha NCUXMYHOTO 3[paBe Ha NaumneHTuTe.

M. BosiHosa
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CUHOPOM HA KNANH®ENTBP - FTEHETUKA, HEBPOMNCUXOoNnorus
M EHOOKPUHONOINA, CbMETAHU B EOWH CUHOPOM
(OB30P HA INIUTEPATYPATA)

Gravholt CH, Chang S, Wallentin M et al. Klinefelter Syndrome: Integrating Ge-
netics, Neuropsychology, and Endocrinology. Endocr Rev. 2018;39(4):389-423.

CvHppombT Ha KnanHdentbp (CK) octaBa TpyaeH 3a gnarHoc-
TMumpaHe. Camo 10% ot 1e3n 25-40%, KouTo M306LLO HSKOra ce OTK-
pvBaTt, ce JoKasBart oOlle B AeTcka Bb3pacT. Knacuyeckute nposisn Ha
CK BknwoyBaT Mankum TecTtucu, UHEepTUnuTeT, XMNeproHagoTponeH
XMNOroHagu3bMm M YMCTBEHO M30CTaBaHe/pasfnnyHu HEeBPOMCUXUYHM
HapyLweHus. Kaksu ca reHeTUdHUTE NPOMEHW, KOUTO CTOAT 3aA, LUMpo-
KMs CNeKTbp Ha peHoTunNHaTa nssBa Ha cuHapoma? 3HaHuATa B Tasu
Hacoka ca ce MPOMEHWNM CbLLEeCTBEHO Mpe3 MOCNegHUTe FOAMHW.
Hanu CK e ce nposBu C XapakTepHUTE 3a HEro KNNMHUYHW NpU3HaLM,
WUNuM TakuBa Lue NnWnceaT, BEPOSATHO ce onpeaens OT enureHeTUYHU
deHomeHn. Taka, Npu egHV NaunMeHTn guarHosaTa ce nocTassd Olwe B
AeTcKa Bb3pacT, a npu Apyrun ce 3abassa nnm ce nponycka.

Mpu mbxeTe cbe CK ce otunTa No-BUCOKA CMbPTHOCT, CPABHEHO C
obLaTta nonynaumsl, BEpPOATHO Nopagyn MO-HUCKWUS UM coumaneH craTtyc,
MO-HWUCKUTE AOXOAM W PasnMyHUA MO CTeneH KOrHMTuBeH Aedpuumnt. Be-
POSATHO MO TE3U MPUYUHU AOCTBMBT MM [0 34PaBHU PYDKU CbLUO € orpa-
HuuyeH. Bucokata CMBPTHOCT HE Ce ObImKM camo Ha Tesn hakTopu, HO 1
Ha no-ronsiMarta 3abonsiemoct Ha MbxeTe cbe CK, cpaBHeHO ¢ obuiara
nonynauvs. CnekTbpbT Ha 3abonsiBaHUATa, KbM KOUTO Te ca Mno-
npeapasnorioKeHn, OCBEH XapaKTepHWUTEe — FMHEeKoMacTus n nHdpepTu-
NTET, BKIMHOYBA: METAbONUTEH CMHOPOM, 3axapeH anabeTt Tvn 2, ncxe-
MU4yHa Gonect Ha CbpueTo, BeHo3eH Tpomboembonuabm, BTE, 6enoa-
po6HM 3abonsBaHns (MHeBMOHMA, XOBB n actma), racTpoMHTECTUHAMNHM
(s3Ba, UMpO3a), OCTEOAPTPUT, 3ab0ONABaHNA HA yporeHuTanHara cucTe-
Ma (MHdEKUMK), aBTOUMYHHY 3abonsBaHns, pak Ha rbpaarta U Ha Meau-
acTuHyma, BpOAEeHW Mandopmaumm, NCUxmaTtpuyHn 3abonsBaHusa unu
YMCTBEHO M30CTaBaHe 1 ap. (tabn. 1). XunoroHagnambT cam no cebe cn
€ OCHOBEH WInn JONPUHACSLL PUCKOB haKTop 3a HAKOW OT Te3n 3abons-
BaHus. 3a ocTaHanuTe ce cMmaTa, Ye acoumauusta um cec CK moxe ga
6bae obsicHeHa C nognexalunte reHeTUYHN AedeKT Npu CbOTBETHUSA
NauMeHT UNM MbK C U3OpPOeHUTE (hakTopu, BRMSELLUM Ha NO-BMCOKaTa
3ab0MnsemMoCT M CMBPTHOCT KaTo UAMO (HUCHK COLIMOMKOHOMMYECKW CTa-
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TYC U T.H.). YCTaHOBEHO €, Ye CMbPTHOCTTA € 3HAYMTENHO MO-BUCOKA,
aKo CMHOPOMBT Ce AMarHoCTUUMpa B AeTcKa Bb3pacT, CPaBHEHO C Han-
pegHana — BeposiTHO, 3aLl0TO KITMHUYHO MU3SIBEHUTE OPMMU, JIECHO OTK-
pvBaeMu OLLe B JEeTCKa Bb3pacT, Ca U Te3n, Npu KOUTO nma kombrnHaums
OT NO-CEPUO3HM FreHETUYHN eheKTn, CBbP3aHn C NO-TEXKU MandopmMa-
UM, noBeve npuapyxasaliy 3abonsBaHus, MO-TEXBbK KOTHUTUBEH [Oe-
OULUNT U T.H.

YecToTa Ha cuHgpoma Ha KnanHdenTtbp

Mo ceeta yectoTtata Ha CK ce mauucnsaea Ha okono 152/100 000
HoBopoaeHn momyeTa. B [lanns yectotata Ha CK npu npeHatanHa gu-
arHocTtuka e 153/100 000 xmBopogeHu momyeTa. Kato ce nmar npegsug
OaHHuTe, Yye B [JaHusa yecTtoTaTta Ha CNoHTaHHUTE abopPTM € MHOrO HUCKA,
ovakBaHuATa ca 6bunu ga ce gmarHocTMumpat obwo 153 cnydas Ha
100 000 yogeka. 3a nepuog, ot 70 rog. (ot 1931 go 2000 r.) ca gokasaHu
camo 28 cny4asn/100 000. Mo nogobeH HaumH B ABCTpanusa npu npe- u
nocTHaTanHa gvarHoctuka ca HamepeHu cboTB. 223 1 87/100 000 cny-
yas. ToBa 03HayaBa, Ye AuarHo3a e nocraBeHa camo Ha 40% ot poge-
HuTe cbe CK, a octaHanute 60% ca HeoTkpuTU. PasnuyHaTta YyectoTa Ha
CK B oTgenHnTe CTpaHu MOXe [a 3aBMCU OT Bb3pacTTa Ha XXeHuTe npu
3abpemMeHsiBaHETO (KeHuTe B ABCTpanusi 3abpemeHsiBaT B MO-KbCHa
Bb3pacT), KakTo 1 oT eTHU4eckn pasnuums — B CALL yectotata Ha CK e
166/100 000 npu 6snaTa paca, Ho 355/100 000 npu a3uaTckaTa.

MoBeyeTo Mbxe cbe CK nmat kapuoTtun 47XXY (85-90%), 6-7%
ca mo3arikn — 46 XY/47XXY, n camo 3-8% oT cnyyaute nmat kapuo-
MmN 46XX/4A7XXY wvnn  MHOXeCcTBeHa adHeynnomams Ha  X-
xpomosdomaTa — 47XXY/4A8XXXY, 48XXXY, 48XXYY. lNocneaHute,
OCBEH Y€ Ca MHOro pefku, ce NpeacTaBaT C MHOMO No-TexkKa KruHUY-
Ha KapTuHa U cnopep aBTopuTe He BMBa fa ce OTHACAT KbM CrekTbpa
KapvoTunHu BapuaHTu npu CK.

MNpenaTanHata gmarHoctuka Ha CK moxe ga ce Hanpasu ypes
aMHUoLIeHTEe3a, XOpUOH-Oroncnst nnu nacneasaHe Ha OHK ot cetan-
HW KNEeTKWU, LMPKyNMpaLly B MandmHaTa KpbB. Te3n metogmn obade ca
C HUCKa YYBCTBUTENHOCT. 3aTOBa He ce CMATa, Ye ronemMuTe pasnuku
B YecTtoTata Ha CK npu npe- n noctHaTanHa gvarHoctuka ce gbinkaT
Ha HanpaBeHuTe abopTu, a Ha cnaboTo No3HaBaHe UNn nekus eHo-
TMN Ha cuHgpoma. Mo ceeTta mexay 44 n 85% oT xeHnTe n3bupar ga
HanpaBaT abopT, ako C MpeHaTanHa AMarHocTuka ce [oKaxe, ve Lie
poasTt momye cbe CK.
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Ta6nuua 1. AcouunpaHu 3abonsiBaHuA 1 Npu3Haum Nnpu cuHgpoma Ha KnamHdentbp

Bb3pacThu
Mpu3Hak Yecrota (%)
Beannoave >99%
Asoocnepmus (MbiHa iMnca Ha cnepMaTo3onan B >95%
esikynara)
HamaneH o6em Ha Tectucute < 6 ml (4-8 ml) (Hopma > 95%
25-60 ml)
HamaneH pactex Ha kocmuTte no 6pagata — npu 60-80%
HenekyBaHm
HamaneHo nybucHo okocmsiBaHe — Npy HenekyBaHm 30-60%
ABLOMWUHANEH TUN 3aTNbCTSABAHE ~50%
HamaneHa myckynHa Maca v cuna ~40%
MetabonuteH cuHapom 46%
3axapeH anabet Tvn 2 10-39%
OcteoneHust ~40%
OcTeonoposa 5-10%
lMponanc Ha MuTpanHaTa knana 0-50%

AcxemnyHa Gonect Ha CbpLeTo

~ 1,5 MbTU NO-BMCOK PUCK CNPSIMO pUCKa 3a
Mbxe 6e3 cuHgpoma

[bnboka BeHo3Ha Tpombo3a

Ot 3 8o 6 MbTU NO-BUCOK PUCK

ABTOMMYHUTET

TMoBMLLEH PUCK 38 HAKOIKO ABTOUMYHHM
3abonsBaHns

Tpemop (napkuHCOHONOZ06HM CUMNTOMM)

> 25%

Pak Ha repgata

~ 4 TbTU NO-BMCOK puck

Octeoaptput 4 MbTU NO-BUCOK PUCK
Oeua

TpyaHOCTH B y4eHETO >75%

3abaBeHo peyeBo pa3BUTHE — KbCHO NPOroBapsiHe 40%

HamareH paamep Ha neHuca 10-25%

Pak Ha MeamactTuHyma

Bcuykm naumeHtn cbe CK

l'MHekomacTus 28-75%
Kpuntopxusbm 27-37%
Mosuwwenn J1X n ®CX — npu HenekyBaHw >75%
HamaneHo H1BO Ha TECTOCTEPOHA — NP HEMeKyBaHm >75%
Mo-BMCOK KpaeH pbeT >30%
McuxmaTpuyHmn HapyLIeHns >25%

Bpoaexu mandopmaumuv (CbpaeyHn mandopmaLmm,
,3a€LUKa ycTa“, MHTBUHAMHN XepHWI)

[MoBuLLeH puck

dpakTtypu

0T 2 8o 40 nbTy NO-BUCOK prCK

HapyLueva OT ayTUCTUYHNA CNEKTbP

30-50%
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FeHeTuKa Ha cuHgpoma Ha KnanHdenTtbp

lMpe3 nocnegHuTe rOAMHU ca ce HaTpynanu HOBWU MO3HaHWUS OT-
HOCHO reHeTu4HuTe ocHosu Ha CK 1 no-TOYHO OT KakBO 3aBucK Aanu
CUHOPOMBT LUEe MMa NblHa KNMHWYHa U3sBa, Unu Wwe e B No-rek Ba-
pvaHT. Makap ga He ca curypHoO AokasaHw, ce obCbxaaT HAKOMKO
MexaHn3bMma, KOUTO u3rnexaat TBbpAe BeposaTHU — 1) 40303aBUCUM
edekT Ha X-xpomo3omarta; 2) 6pon Ha MOBTOpeHMATa Ha Tpunneta
CAG (TpyHykneoTMaa UMTO3MH-afeHNH-TyaHWH) BbpXY reHa 3a aHgpo-
reHHusa peuenTop; 3) xuno- u xunepmetunupade Ha OHK B uenus
reHoMm (npu CK — noBeye xvnepmeTunmpaHe, npyu cuHgpoma Ha Tbp-
HBbp — NPEAVMHO XUNOMETUNMpPaHe), BOAELM OO0 eNUreHeTUYHU Npo-
MEHW, 3acsaraly reHHarta ekcnpecwus, ekcnpecusata Ha PHK n cboT-
BETHO, Ha NpoTenHuTe (,MPOTEeoHOM®).

Jo3sozasucum echekm Ha X-xpomo3zomama

B eBOnOUMOHHO OTHOLLEHUE BbpPXY X-XpoMoO3omaTta ca ce 3ana-
3unu 649 reHa, gokato Bbpxy Y-xpomosomaTa — camo 40, oT kouto 17
ca o0y c reHn Bbpxy X-xpomosomaTa (ako equHUST He paboTwu, apy-
MST KOMMNeHcMpa AoHsAkbAe). OT ocTtaBawuTe reHu BbpXy Y-XpOMO-
3omaTta 12 umat MOEHTUYHN XannoTUNoBe BbPXy X-Xpomo3omaTta — OT
TAX Ca HY)XHW TOYHO MO ABE KOMNWs, 3a Aa U3MbIHABAT NPaBUIHO OyH-
Kumata cu. TpeTo Konue, MNpou3nu3awo OT AonbfHuTenHata X-
XpOMO30Ma, e uma HebnaronpusiTHM nocneguuu, oTpassiBalin ce
BbpXy heHOTUNa Ha MHAMBKAA.

Tes3un 17 reHa, kouto ca obwum 3a X- n Y-xpomosomaTa, ca pery-
NaTopHW — Te perynupar eKkcrpecusiTa Ha reHn U3 Lienuvs reHom, T.e.
ynpaxHsiBaT ehekT BbpXy OCTaHanmMTe XpoMO30MMU.

[o30BMAT edekT Ha AonmblHUTENHATa X-XpoMo3oMa € 00siCHe-
HMETO 3a MO-YecTUTE aBTOMMYHHM 3abonsBaHusA (HapylleHa e pery-
nauusaTa Ha reHuTe, KOMTO KOHTPONMpaT KoopavHauuaTa mexagy npo-
TEWHWTE B KneTkaTta, T.Hap. ,MHTepakToM®). 3acsraT ce n reHuTe, Kou-
TO nogcurypsisat 6anaHca Ha eHeprusaTta (reHute 3a NpoonuMoMenaHo-
kopTuH — POMC, 1 3a nentuH — LEP) n gp. CbLio Taka, gokasaHo e,
4Ye No-BUCOKUAT PbCT Ha MbxeTe cbe CK ce obmku Ha Hann4yue-
To Ha TpeTo Konue Ha SHOX reHa (HopManHO MO egHO komue oT
TO3U FreH Uma BbpXy X- U BbpXy Y-xpomo3omara).

Mpn CK 3Ha4eHre Moxe Ou uma n NpomsxoabT Ha AOMbIHUTENHA-
Ta X-xpoMo3oma — Janu e pesynrart OT HepasfernsaHe Ha NnoroBuTe Xpo-
MO30MM Ha BallaTta no Bpeme Ha MbpPBOTO MeNoTUYHO geneHe (50% ot
crnydaute), Wn e pesyntaT OT HepasgensHe Ha ManvyuHUTE MOSoBU
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XPOMO30MM MO BPEME Ha MbPBOTO MINM BTOPOTO MENOTUYHO AENEHE Unm
Mo BpPeMe Ha NOoCT3UroTUYHOTO pasaensHe (50% ot cnyyauTte).

Mpu mbxeTe cbe CK, kakTO npu XeHwute, edHa OT ABeTe X-
XPOMO30OMU Ce MHAKTMBMPA Ha Clny4aeH npuHumn. EgHn knetkn B TA-
NOTO MHaAKTUBMpAT edHaTa X-xpomMo3oma, Apyrute — gpyrata. Taka
reHeTUYHUST MaTepuan ce pasnpeaens paBHoMepHo. HepaBHOMepHO
WHaKTVBUpaHe Ha X-xpoMo3omaTta O3Ha4yaBa, 4Ye MoBeye KIeTkn oT
opraHuama (80%) n3bupart ga uHakTuBupaT e4uH 1 cblum anen. Toea
ce Habnogaea npu 43% oT mbxeTe cbe CK 1 Moxe ga obsicHu pas-
nuuMsiTa BbB (DEHOTUMHATA M3sIBaA HA CUHAPOMA .

Bpoti Ha noemopeHusima Ha CAG 8bpxy eeHa 3a aHOPO2EeHHUS

peuenmop

Bpost Ha CAG noBTopeHusaTa e B obpatHa kopenauus ¢ gyHkK-
umnsTa Ha aHgporeHHus peuentop. bpoat Ha CAG noBTopeHusaTa npu
CK kopenupa c HAKOM aHTPOMOMETPUYHWM MoKa3aTenu, Kato pbCT,
ObIDKMHA Ha pbLeTe; pa3cTosHUe OT eanHUs 0 APYrus Kpawm Ha pb-
uete, oteeaeHn B 90° abaykums, AbIHKMHA Ha KpakaTta, HO He U C [py-
r nokasaTtenu, Hanpumep obem Ha TecTUcUTe, TMHEKOMACTKS, OTKMIO-
HeHMs B NUNMAHMSA MeTabonM3bM U NnokasaTenu Ha KOCTHWUS OOMeH.
Hsikon aBTOpM HamupaT Bpb3ka 1 mexay 6post Ha CAG noBTopeHusaTa
N MNO-KbCHOTO peakTMBUPaHE Ha XunoTanamo-xunoguso-nonosara
XOpMOHarsHa oc rno Bpeme Ha nybepteTta npu momyeTarta cbe CK.

Xuno- u xunepmemunupaHe Ha [JHK e uenusi 2zeHom

MeTtnnupareto Ha [HK e yacT oT envreHeTnyHaTa obpaboTka Ha
reHoma, npu KosiTo ce NpoMeHs reHHaTa ekcnpecus. [Npy cuHgpoma Ha
TbpHbp (45X0) MMa rnobanHo xunomeTnnupaHe Ha reHoma. CK e He-
Lo kaTo orneganeH obpas Ha cuHApoMa Ha TbpHBP — C NPEAVMHO
XvnepMeTUnmMpaHe Ha reHoma. XvunepmeTunupaHeTo 3acsra MHOro ot
renute, 3acerdatv n npyu CK. KbM MomeHTa ce cmsiTa, Ye KIMHUYHUTE
pasnuku Npu pasnuyHuTe naumeHtTn cbe CK ce gbmkaT MMEHHO Ha
TEe3N enureHeTM4YHn (PeHOMEeHW, a He TOmKOBa Ha [0303aBUCUMUS
ecpekT Ha X-xpomo3somara nnm Ha 6post Ha nosTopeHnsTa CAG.

B 3akntoueHume, npm CK 3ano4yBa ga ce ocopms egHa CrnoXxHa Kap-
TUHA, B KOATO CE€ KOMOMHMPAT ENUIeHETUYHN NMPOMEHMW, MPOMEHN B EKCII-

'C X-xpomosomaTa ce 0BSICHSBA U 3aLl0 HaNpUMep XeHWUTe CTPaAaT Mo-YecTo OT aBTOMMYH-
HW 3abonsiBaHusA (NpyM HEpaBHOMEPHO MHAaKTMBMpaHe Ha egHata X-XxpoMO3oMma, npekaneHo MHOro
reHeTV4Ha MHgopmMaums uasa camo OT eanHus poauTen. Toa ,npeToBapBaHe” BoAW OO noBeye
rpeLLKu Mo BPeMe Ha aHTUreHHOTO MNpe3eHTUpaHe — HepasrpaHuyaBaHe Ha COBCTBEHWUTE NPOTEnHN
OT YyXauTe 1 nosiea Ha aBToaHTuTena) (ben.ped.)
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pecusata Ha PHK 13 uenvs reHoM 1 HapyLleHu BPb3K/ U CUrHanMHM mexa-
HU3MW MEXOY EKCMPECUpPaHUTE OT MPOMEHEHWS FEHOM MPOTEWHU. XUMo-
TesaTa, Ye BCWUYKM MposiBM M CcbibTCTBaWm 3abonssanus npu CK ce
ObIpKaT edMHCTBEHO Ha JOMbIHUTENHaTa X-XpomMo3oMma, € TBbpae or-
pocCTeHO BuxaaHe. B gHeWwHo Bpeme ce TbPCAT M3MEHEHMS B MO-OuHM
MEeXaHM3MK, KOMTO 3acsraT BCSAKO CTbMarno OT CIOXHWUSA NPoLEeC Ha NpeB-
pblUaHe Ha reHeTUYHUS KOO B WHOMBWA C YHUKanHW (PeHOTUMNHU Xapak-
TEPUCTVKN (FEHOM — EMUTEHOM — TPAHCKPUMTOM — MPOTEOHOM).

HOunarHo3a n acouunpaHm 3abonsiBaHuA

OvarHosata CK ce noctaBs Bb3 OCHOBa Ha HacouBaluTe Kiu-
HWYHW NpU3HaUmM B KOMBMHaUMA C reHeTUYeH TecT, AoKa3Ball, KapuoTun
47 XYY vnn mosaedHa dopma 46,XY/47 XYY. Hama obonpueTo pas-
BupaHe TOYHO KOW KIMHWUYHM Npu3HaumM TpsibBa ga npucbCTBarT, 3a Aa ce
Hacoum naumeHTbT KbM reHeTUYHO nacneasaHe. KapamHaniute nposisu
Ha CK ca manku Tectucy (npu abCcomntoTHO BCUYKM C TO3U CUHOPOM), XU-
MeproHagoTPONeH XUMOroHaaU3bM, MTMHEKOMAaCTUS, 3aTPYAHEHUS B yye-
HeTO 1 uHdepTunuTeT. MHOrO Apyrn CbCTOSHMSA CbLLO TPsibBa Aa MoAc-
KaxaT Ja ce MMCrnu B Tasu Hacoka (Tabn. 1). B Hal-yecTusa cniydam oba-
Ye MbXbT cbC CK He ce pasnmyasa nNo HWLLO OT 34paBus MbX MK NPo-
MEeHWTe ca TBbpAE AMCKPETHW U AmarHosaTta ce MocTass B 3psna Bb3-
pacT, No nNoBog MHPEPTUIUTET.

KnuHnyHu acnektn Ha CK

XunepaoHadomporeH Xxuro2oHadusbM

MankuTe TecTncu ca natorHomuyeH 6ener 3a CK. MHoro momye-
Ta obaye npemunHaBaT HopmarnHo nybepTeTHOTO cu pa3BuTue, 6e3 aa
ce 3abenexu HsKakbB Npobnem, HO paHO UMM KbCHO XMMOroOHaau3MbT
Hanara TbPCEHeTO Ha fnekapcka nomoLy,.

He e AcHo ganu xvnoroHaguM3mbT Aatupa OT BbLTPEYTPOOHOTO
passutue. Owe B geTcka Bb3pacT MomyeTata cbC CK ca ¢ no-Hucku
HMBa Ha TeCTOCTEepOHa, CpaBHEHO C BPbCTHMUMTE uM. [lybepTeTsbT
Bb3HMKBa B 0OM4aNHOTO BpeMe, XapakTepHo 3a Mmom4yeTaTta. C HacTbN-
BaHeTO My TeCcTMCMTe 3anouyBaTt fa ce yronemsisaTt, 3a fa Cce CBUAT
Brnocneacteve. CpegHunsaT um obem npu CK e mexay 2 n 4 ml, Heobu-
YyariHo e ga ca Hag 10 ml (Hopma 15-30 ml) n ToBa nopaxxga CbMHEHME
B AvarHosarta. [pu no-ronam obem Ha TecTucUTe MOXe AvarHosata Aa
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€ npaBwrHa, HO da cTaBa gyma 3a no-bnaronpusiteH kapvotvn Tvn
Mo3anka. TecTucute ca MHOro Meku npu nannaums. V3HeHagsalyo
BMCOK MpoLeHT oT MbxXeTe cbc CK cbobuiaBaT 3a 6onesHeHoCT Ha
TecTucuTe. PYTMHHOTO nannupaHe Ha ckpoTyma Oy MOBMLIMIIO 3HAYM-
TenHo 6pos Ha oTkpuTuTe cnyyam Ha CK, 3aloTo ToBa € Moxe 6u Han-
XapakTepHUAT NpusHaKk OT dmankanHusa nperneq (BX. n 1abn. 1), otk-
pvBaeM npu Hag 95% ot cnyyauTe. [Npu OHOWM 1 MOMYETa B Npeato-
HoLlecka Bb3pacT Te3n NMPOMEHN He ca TOMKOBa OYEBWAHW, HO M MMa.
Huearta Ha JIX n ®CX ce noBuwasaT. HUBOTO Ha TeCTOCTepoHa B Mo-
BEYETO CNny4vyam e MOHWXEHO, HO uMma MHoro naumeHTn cbc CK, npu
KOUTO TO € B pePepeHTHN rpaHnLM 1 CaMo ako Cce pasriexaa B KOHTEeK-
CTa Ha HMBOTO Ha J1X, MoXe fa ce 3anofo3pe nognexaliara guarHosa.
B 1031 cniyyar XxunoroHagM3mMbT € OTHOCUTENHO KOMMEHCHPaH.

Mpu XMCTOMNOrMYHO M3cnedBaHe Ha TECTMCA Ce Hamupa xunepn-
nasuvsi Ha NanguroBUTe KNETKMN.

Kato o6o6LieHne, oTHOCUTENEH XUMNOroHaan3bM MOXe Aa uma
MHOrO paHo — B AeTCKa Bb3pacT, OLle npeay HMBOTO Ha TECTOCTepoHa
Ja ce NOoHWKM HeobpaTnmo, OKOMNo cpefaTta Ha nybepteTta. PyTuUHHO-
TO nannupaHe Ha CKpoTyMa npu usmkanHmia nperneg e gobsp ckpu-
HUHIOB MeTo4. TbpCEeHEeTO Ha OpyrM HacoyBally NpU3HaUM KaTo Xu-
nepTenop1sbM, KIMHOAAKTUIMA U T.H., MOXe Aa MOMOrHe 3a pas3nos-
HaBaHe Ha cMHApPOMa oOLLe B AeTcKa Bb3pacT.

l'unekomacmusi

Mpu nbpBoTO onucaHne Ha CK npu 9 MbXe rmHekomacTusita €
HanvyHa Npy BCUYKUTE OCEM OMNUCaHW criydas U ce e CMeTHana 3a
xapaktepHa Haxopgka. Cera ce 3Hae, Yye TA ce ycTaHOBsiIBa CaMo Npu
efHa TpeTa OT cnyvauTte. 3a NpakTMkata € BaxHO, Ye uspaseHarta
(TaHep 2 B3) unu nepcuctupaila ot nybepreTHa unu aopu npea-
ny6epTeTHa Bb3pacT FMHEKOMacTUsl € BaXeH KIIMHUYeH Gener,
KOWTO TpAOGBa Aa HAaCO4YM TbPCEHETO KbM NoAanexal, CMHAPOM Ha
KnanHdentbp. CbOTBETHO NekapsAT TpsibBa fa 3Hae kak ga vuacneg-
Ba NauueHTa 3a rMHEKOMacTusl.

TenecHo meersio U cbcmas u aHmpornoMempuYHU MapKepu

OuyeBnaHa nNpuyMHa 3a TPyAHOTO pasno3HaBaHe Ha CK e nuncarta
Ha SIBHM HacoYBaLLM BbHLUHM NpU3HaLM Npuy no-ronsiMaTta Yact oT nauu-
eHTuTe. JluncaTta Ha No3HaBaHe Ha CYHOpPOMA OT fiekapuTe CbLUo Uma
3HayeHue. PbcTbT Ha MbxeTe cbe CK e no-ronsm ot cpegHus 3a 3gpa-
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BUTE MBXeE C 5-7 cm. MHoro 3gpaBu Mbxe obadve morat ga ca C BUCOK
pbcT. MNpy CK no-BUCOKMAT pbCT € 3a CMeTKa Ha JornHaTa NonoBvHa Ha
TAanoTo. [bmkvMHaTa Ha pbueTe, pasnbHaTh HacTpaHy B 90° abaykums, e
yBenuYeHa 1 Moxe Aa HagxeBbpna pbeTa. [NpuynHaTta 3a no-ronsMata
ObIDKMHA Ha KpalHULUTE BEPOSITHO € MO-KbCHOTO 3aTBapsiHe Ha enndn-
3UTe nopagn OTHOCUTENHMS XWUMOrOHaAM3bM OLle OT AeTcka Bb3pacT.
ToBa obaye He e eamHcTBeHaTa npuynHa. Ouwe Ha 4-12-roguliHa Bb3-
pacT pbCTbT Ha MomyeTaTa cbe CK e no-BMCoK, KoeTo He Moxe fa 6bae
06sICHEHO € HesaTBapsiHe Ha enudmaHuTe yrn. MNMpuunHata moxe ga ce
noTbpcu B TpeToTo kKonne Ha SHOX reHa n B 6post Ha NOBTOpPeHMATa Ha
CAG TpunneTa BbpXy reHa 3a aHgpOreHH1s peLenTop.

MHpekcwT Ha TenecHa maca (UTM) moxe a e NoBULLIEH, HO MpK
57% ot mbxete cbc CK TOM e HopmaneH. To3u nokasaTen He e
AOCTaTb4yHO AocToBepeH npu naumeHTuTe cbe CK, 3awoTto npwm
TSX pPbCTbT € NO-BUCOK, a Npu n3cnensaHe Ha TeNecHUs CbCTaB He-
MaCTHOTO TeJIeCHO Tersio € NMOHMXeHOo. [NpoueHTLT Ha MacTHaTa
TbKaH e nosuweH B obnactra Ha Topca u npu CK nmeHHo Ta npeac-
Ka3Ba MO-BUCOKUSA PUCK OT MeTabonuTeH cuHOpPOM. [poueHTBLT Ha
abgoMunHanHata MacTHa TbKaH M OOLUAT NPOLIEHT Ma3HMHM CbLLO ca
nosuweHn. Tean nokasatenu cnabo ce NPOMEHAT crief 3ano4BaHe Ha
3aMeCTUTESTHO NleYeHne C TECTOCTEPOH.

Kato 0600LLleHne, KbCHOTO 3anoyBaHe Ha 3aMeCcTUTErNHO nede-
HWe C TECTOCTEPOH UMa Manbk edekT BbpXy TenecHus cbetae. He e
Npoy4YeHo Janu, ako Ce 3anoyHe oOlle B lHOLIecka Bb3pacT, ToBa
nevyeHne HaAMa ga gosefe Ao no-gobpe H6anaHcupaH TeneceH CbCTaB
B 3psina Bb3pacT.

MemabonumeH cuHOpom, ducnurnudemusi, 3axapeH Ouabem murn 2

OTHocuTtenHuAT xunoroHagmsbm npu CK e npuunHa 3a TparHo
XMNoaHaborHO CbCTOSIHME Ha OpraHn3mMa, KOeTo B KpalHa cMeTka Boau
[0 HaTpynBaHe Ha abaoMmHanHa MacTHa TbKaH M rnobanHa WHCynu-
HOBa Pe3nNCTEHTHOCT. VIHCynMHOBaTa pe3nUCTEHTHOCT Ha HMBO Nanauro-
BM KNETKM OOMbIHWTENHO BIOLIABA NPOU3BOACTBOTO HA TECTOCTEPOH,
C KOeTo ce 3agbnbovaBa XMMNOrOHaAM3MBT M OLLe NoBeYe ce BrollaBa
obLaTa MHCYNMHOBA PE3NCTEHTHOCT Ha HUMBOTO Ha OCTaHanuTe opra-
HW. Taka ce odopMs MOPOYEH Kpbr. ToBa e camo eHa OT TeopuuTe.
Bpb3kata mexagy xvnoroHaguama u MHCYnmMHoBaTa Pe3VCTEHTHOCT KbM
MOMEHTa He e [JoKa3aHa, a € caMo xunotetudHa. Mnagunte mMbxe C
XUMOrOHaAM3bM U MHCYNMHOBA PE3NCTEHTHOCT NPOU3BEXAAT NO-Manko

46



TECTOCTEPOH crefd CTMMynaumMsi C YOBELUKUW XOPWOHTOHaZOTPONuH
(4XI'T), cpaBHEHO C KOHTponu 6e3 3aTnbCTABaHe. ToBa roBopu 3a Be-
pOSATHA MHCYNMHOBA PE3VMCTEHTHOCT HAa HUBOTO Ha NanguroBuTe Knet-
kn. NpomeHuTe B TENecHUs CbCTaB Ce NosIBABAT Npean OTHOCUTENHUAT
XWMNOroHaau3bM fa ce e sBun B npeanybepreTHa Bb3pacT, KOeTo Nnoc-
TaBs BbNPOCAa KOE € MbPBOTO — WMHCYNMHOBATa PE3VCTEHTHOCT WU
XMNOroHagu3ama WUnu ctaesa gyma 3a CbYeTaHO FeHeTUYHO mpeapasno-
noxexue (npu CK ca 3acerHaT MHOrO reHu 1 HapyLUeHnsTa ca Ha MHO-
rO HMBa — OT IPELUKN B FreHHaTa eKCnpecusi 40 FPeLikn BbB B3auUMO-
OEeNCTBMATa MEeXAy NPOTEVMHUTE B CUTHAMNHUTE CUCTEMMU).

MbxeTe cbe CK no-4yecto nmat npeamnabet unm 3axapeH anabet
TmMn 2. lNo-4yecTn ca WHCyNMHOBAaTa PE3UCTEHTHOCT M MOBMULUEHUAT
nugekc HOMA-IR, ocobeHo ako gonbrHMTENHaTa X-XpomMo3oma npo-
nsnmsa ot bawara. HOMA-IR ce nosuwasa ¢ Bb3pacTTa, CbC 3a4bI-
boyaBaHe Ha xunoroHagmama. NHcynmHoBaTa pe3ncteHTHOCT npu CK
€ JoKasaHa 1 C npunaraHeTo Ha XMNepUHCYNMHEMMWYHA eyrIMKeMuYHa
knamn TexHuka. Mo kputepunte Ha National Cholesterol Education
Program/Adult Treatment Panel lll meTabonuteH cnHgpom uma npu
44% ot nauueHTuTe cbe CK. NoBuMweHaTa TpyHKanHa MacTHa TbKaH €
NPeamnKTop 3a pasBUTMETO Ha MeTabonuteH cuHgpom npu CK. Bendku
Te3n HapylleHus crabo ce NoBnuABaT OT 3aMECTUTENHOTO fleYeHne ¢
TECTOCTEPOH, KOeTo obuyanHo 3anoyea B 3psna Bb3pacT. OcBeH 4ye
Moxe 6u TO e e no-ehekTUBHO, ako 3arnoyHe npes nybepreTa, 3a Aa
ce MNoBfvsie paHO TenecHuAT CbCTaB, ce obcbxaa TesaTta, ye To
TpsbBa ga e M OOCTaTbyHO MPOABLIDKUTENHO, 3@ Aa Ce CTUrHe Ao
TparHa pedyKuusl Ha BuCLiepanHaTta mMactHa TbkaH. EaBa Torasa no-
nobpeHneTo B MeTabonutHUTE NokasaTtenu we 6bae BMANMO 1 Tpan-
HO. PncKbT OT pas3BuTve Ha 3axapeH guabet Tun 2 e 4-6 mbTn no-
Bucok. Okono 12,5% ot nauyuneHtnte cbec CK mmat 3axapeH guabet
Tmn 2. KpbBHO3axapHUAT KOHTPON He ce nogobpsiBa cref 3anovBaHe
Ha neYyeHMeTo C TecTocTepoH. YecTtoTaTta Ha 3axapeH gnabert Tvn 1,
KaKTo U1 Ha ApYr1 aBTOMMYHHW 3ab0nsiBaHuWs, CbLLO € NOoBULLIEHA.

HapyweHusaTta B funudHus npoghun ca KakTo npy MeTabonuteH
CYHAPOM M He ca cneumdpudHn 3a CK. [eHeTuyHuTE M3cneaBaHus
jocera He ca Hamepwnu obsicHeHwe 3a gucnunugemusTta npu CK.
[daHHuTe OT MpoyYBaHWUSITA U TYK Ca MHOMO PasHOMOCOYHW, HO KaTo
USAMno 3ano4yBaHETO Ha 3aMeCTUTENIHO NleYeHWe C TEeCTOCTEPOH He
BOOW OO0 nogobpsiBaHe Ha NUNUAHUS NPodwn, OOPW CMOPen HSAKOU
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aBTOpW TOW ce Browasa (MoHwkaBaHe Ha HDL xonectepona n nosu-
LUEeHWe Ha TpurnuuepuanTe).
MyckynHa cuna u koopOuHayusi

Oeuata cbec CK ca c neka xunoTtoHMs, CpaBHEHO CbC 3apaBu
KoHTponu. MyckynHaTta maca Ha mbxeTe cbc CK e no-cnabo mnspase-
Ha, 0cobeHOo Ha AoMHUTE kpanHULKM. HamaneHo e HeMacTHOTO Tenec-
Ho Terno (lean body mass). MyckynHata cuna e HamaneHa. Hanuue
ca nekn, HecneuMdUYHN HapyLLEHUS B KoopanHaumsaTa. YectotaTta Ha
eceHumarnHmsa TpeMop e BUCOKa.

CbpdeyHo-cbdo8a cucmema U Koazynayus

Mpu CK e Hanuue guacTtonHa AMCKYHKUMS Ha nsBaTta kamepa.
QT-mHTepBanbT € CKbCEH M ToBa Mpefpasnofiara KbM CbpAeYHM
aputMumn. ToBa obscHABa 3awo nauneHTute cbe CK no-vecto crpa-
[aT OT UHCYNT, OTKOMKOTO OT ucxemmyHa 6onect Ha CbpueTo U UH-
dapkT. YectoTata u Ha gBeTe obaye e NoBuLIEHA.

TecToCTepOHBT € Basogunatatop M MMa NPOTEKTUBEH equekT
cpelly pasBUTUETO Ha aTepoCKNEepPOTUYHM MPOMEHU MO CbAOBETE.
BepoaTHO Te3n edbekTu ce AbmkaT Ha NPOTUBOBBL3NANMUTENHUTE MY
cBoricTBa. HamepeHa e obpatHa 3aBUCUMOCT MeXAy HMBOTO Ha Tec-
TOCTEPOHA M HUBOTO Ha NPOUHANAMATOPHUTE LIMTOKMHU NPU NaumeH-
TV C XMNOTOHaAM3bM U 3axapeH guabet tun 2. MNpu CK nymeHbT Ha
apTepuuTe e CTecHeH (CbHHaTa apTepus, abgomuHanHata aopTa,
BpaxuwanHata apTepus u pemopanHaTta apTepus ca C No-mManbk gna-
mMeTbp). [pe3 nocnegHnTe roavHU B MEOULMHCKUTE Cpean Bb3HUKBAT
onaceHust OTHOCHO Ge3onacHoCTTa Npv nNpunaraHeTo Ha TeCTOCTEPO-
HOBM npenapatu. Jle4eHNeTo C TECTOCTEPOH Ha XUMOroOHaAHN MbXe B
cTapyecka Bb3pacT BOgM OO yBenuyaBaHe Ha obema Ha nrnakaTta B
KOpOHapHUTE apTepuun, CbOTBETHO OO0 MO-BUCOK PUCK OT MMOKapAeH
WH(apkT. ToBa nocTtaeBsa Mog BbLMNPOC NPOTEKTMBHWUTE CBOWCTBA Ha
TECTOCTEpPOHa KaTo aHTUaTEePOCKNEPOTUYEH XOPMOH.

ApTepunanHoTo HandaraHe npu mbxete cbc CK obmyaiiHo e B Hop-
ManHu rpaHuuy. Hveata Ha aAMNOHEKTUHA Ca HOPMariHW, AaHHU, KOUTO
[obpe ce cbyeTaBaT C HOPMAnNHOTO apTepuanHo HansraHe. Huckute
HVMBa Ha agWMNOHEKTUHa Ce acouumpaT C XMMEPTOHUS U MeTabonuTHU
HapyLleHus. B egHo npoyyBaHe ce Hamupa feko NoTUCKaHe Ha HMBOTO
Ha aguNoHEKTMHa MpW NeKyBaHW C TeCTOCTepoH naumeHtn cbe CK.
KaTto 3akntoveHne, XmnoroHaamM3ambT MOXE [a npeanasBa MbXeTe CbC
CK ot xuneptoHus, siBsBanku ce banaHcupaw, daktop. OT gpyrata
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CTpaHa Ha Be3HaTa CTOW MOHWKABAHETO HA AAWMOHEKTUHA, HEraTMBEH

chakTop, XxapakTepeH 3a MeTaboNMMTHUTE HapYLUEHUS U XUNEPTOHNATA,

KOWTO Ce CBbpP3Ba N CbC 3aMECTUTENHOTO NIEYEHNE C TECTOCTEPOH.
BeHo3eH mpomboemboiu3bm

Tow e MHOro xapaktepeH 3a CK 1 He ce AbIKKM Ha Npefo3npaHe
Ha 3aMeCTUTENHOTO fNeYeHne C TECTOCTEPOH (MpK KOeTo ce noBuLasa
XeMaToKpUTBT), @ Ha reHeTUYHa NPeanMcnosnums.

B knuMHM4YHaTa NnpakTuKa MoXe Aa Bb3HWKHE CMEeOHUAT Ka3yc —
MBbX CbC CK Ha 3amecTUTenHo nedyeHmne ¢ TECTOCTEPOH, KOMTO € npe-
XMBSINM MHUMAEHT, CBbp3aH C BeHo3eH TpomboembonuabMm. [Oa ce
NPOABIIKA N 3aMECTUTENHOTO fleYeHne C TeCTOCTEPOH? JleueHneTo
C TeCTOCTEpPOH ce npoabihkaBa M ce [obaBs aHTMKoarynaHT, T.e.
NpenopbKMTE ca KakTo Mpu naumeHTUTe OT obLiarta nonynauusi, npe-
XMBENN TaKbB MHLMOEHT.

ApTepuanHuat TpoMboemMbonn3bM He e TOMNKOBa XapakTepeH 3a
CK, KakTO BEHO3HMAT. BCe nak UCXEMUYHUAT MO3bYEH UHCYNT U B MNO-
Maska cTeneH MUOKapOHUAT MHapKT, ce JOKYMEHTMPAT C NOBMLLEHA
yectoTta. [Mopagn MHOXeCTBOTO npuapyxasawy 3abonssaHus, Ha
MbxeTe cbc CK kaTto npeBaHTMBHA MspKa Mo-4ecTo ce npegnuceaT
aHTMKOArynaHTu n CTaTuHW.

Mpn HAKOM Npoy4YBaHMSA ce OTKpMBAT MOBULLEHa TpomMOouuTHa
arperauus 1 noBmwaBaHe Ha OBLLMSA XOMOLMCTENH NPU NIEKyBaHUTE C
TecTocTepoH naumeHtTn cbe CK, ocobeHo ako ce mpunarat goawu, no-
BUCOKN OT (*)I/I3VIOJ'IOFI/I‘-IHI/ITe.

KocmeH memabonusbm

OcTeoneHudaTa, octeonopo3aTa n paktypuTte ca no-4ectu npu
CK. He e HamepeHa Bpb3ka Mexay HUCKMS TECTOCTEPOH M KOCTHaTa
MUHepanHa nbTHOCT (KMIT), a KoCTHUTE Mapkepu Npy NaumneHTu CbC
CK ca kato npwu 3gpasu nuua. Hammnpa ce no-4ecto HegoCTaTbYHOCT
Ha 25-(OH)-eutamuH D. C nepudepHa KonNuYecTBEHa KOMMIOTbPHA
ToMOrpadus ¢ BUCOKa pe3ontouuns ce ycTaHoBABaT xapaktepHu 3a CK
npoMeHn — Hucka obemHa KMI u HamaneHa nnbTHOCT Ha Tpabekynu-
Te Ha HMBO TUbMS. MNMpomMeHnTe MHOro HanoJobsBaT TE3U NMPU XKEHN C
NMOCTMEHOoMNay3Ha OCTeonopo3a, KbAeTo OposaT Ha TpabekynuTte e Ha-
MarneH 1 Bpb3KUTe Mexay TAX ca HapyweHn. CbOoTBETHO MbXeTe CbC
CK ca c HamaneHa MycKynHa cuna Ha HMBOTO Ha Tubusita. Kem mo-
MEHTa HAMa HMTO eOHO PaHAOMM3UPAHO KITMHWYHO MPOYyYBaHe, KOeTo
Aa e nscnegsano eekra Ha fe4YeHneTo C TeCTOCTEPOH B kKoMBuHa-
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LUMs CbC CcynnemeHTauus Ha BuTamuH D u kanumm BbPXY KOCTHOTO

3gpase npu mbxe cbe CK. YMCTo MHTYUTUBHO, NOAOGHN Mepkn Buxa

noMorHanu 3a nogabpXaHe Ha no-gobpo KOCTHO 3apaBe M Hamans-

BaHe YyecToTaTa Ha pakTypute npu Te3n naunmeHTn.
AsmoumyHumem

Mpn naumeHtuTe cbc CK no-yecto ce gmarHocTMumpart aguco-
HoBa GonecT, 3axapeH guabet Tvn 1, MynTUNEeHa CKrepo3a, XMnoTu-
peovan3bM, CUCTEMEH Jynyc epuTemMaTo3yC U ApYyrM aBTOMMYHHM
3abonasaHus.

PepTunureT

MbxeTe cbec CK obmyariHO nmat MarnkuM TecTucu 1M crnepmorpama,
nokaseawya asoocrnepmMus. Okono 10% OT BCUYKM Crnyyan Ha a3oocnep-
mMus ce gbmkat Ha CK. B nutepatyparta ca onncaHy camo HSKOMKO Chy-
Yyas Ha CMoHTaHHO 3abpemeHsiBaHe OT MbX CbC CK 1 HAKOMKO criydas Ha
ycnewHo ICSI cbe cobetBeH esikynat. B eguH ot cnyyaute crieg xopmo-
HarmnHa cTMynauus B OTAeNeHus eskynaT ce noasunm 6 cnepmatosovaa
W C edVH OT TsX ABoWKaTa nNpoBena ycnellHa uH BUTpo npoueaypa. Mb-
xeTe cbe CK, KOMTO MMaT eguHUYHM criepMaTo3onaun B esikynaTa, Bepo-
ATHO ca C KapuoTtun Tun mo3anka — 46XY/47XXY, Ha HMBO TECTUC UK
KaTo UdAno (BbB BCUYKM KNETKN). AKO MO3auLM3MbT € CaMO Ha HUBO Tec-
TMC, TON HAMa da e suamm npu OHK nacnensaHeTo Ha NeBKOUUTM OT
nepudepHa KpbB (kapuotunuanpaHe). OcseH ToBa 06eMbT Ha TECTUCK-
Te Npu onucanusa cnydvar € 6un 10 ml, KOETO € HETUMMYHO 3a Kracuyec-
kns CK. MNpu Hannune Ha cnepmaTtoreHe3a MbXKUTE 3apOoaULLIHN KIETKU
ca eynnougHW, HO ca 3a0buKoneHun OT cepTonmeBn Knetkn ¢ 47XXY
KapuoTtun, SBHO (YHKLMOHMpALLUM HOpManHo. Taka B U3KMOYUTENHO
penkvTe crydamn Ha CMoHTaHHO 3abpemeHsiBaHe oT MbX cbe CK, geuarta
ca 3gpaBu. Mo CblUMA HauMH NpU eKCTpakuusa Ha crnepmarosonan oT
Tectucute (TESE) morat ga ce JobusiT cnepmato3onan, KOUTO ca eyn-
nongHu, n nonssaHeTo UM npu ICSI (MHXEKTMPaHe Ha AnLeKneTKaTa CbC
crnepmarosoua) Boau OO paxaaHeTo Ha 34paBo AeTe, T.e. PUCKBLT 3a
paxgaHe Ha gete cbc CK e kato 3a obwara nonynaums. MNpu TESE
uenTa e ,Ha crsno” ga ce nonagHe Ha rHesga oT criepmaTto3omau, KOUTo
ce HamupaT npu MHoro oT MbxeTe cbe CK. 3a cbxaneHuve, ycnesae-
MocTTa Ha TESE e MHOro H/cka, Hy>KHU ca HAKOKO npoueaypu, 3a a ce
yUenu TOYHO TakoBa rHe3do Ha crnepmarto3onaun, a TeXHUKata e WHBa-
3MBHA 1 BCEKM MbT YacT OT CTPYKTypaTa Ha TecTuca moxe aa 6bae pas-
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pyweHa. [pn okono 30-50% oT mbxete cbe CK morart aa ce pobusaT
cnepmarto3sonam upe3 TESE. C no-HoBaTa TexHuka, C KOSTO ce npasu
MUKPOOMUCEKLMSA — U3PSA3BaHE Ha LSO, MPMBUOHO HOPMarHO uarnexaa-
LLIO CEMEHHO KaHardye, crnep KOeTo ce TbpCAT CrepmaTo3oMan B HEro
(mTESE), ce pobusat cnepmatosonam npu 44-66% o1 mbxete cbe CK.
YcnexsT Ha npouegypaTa 3aBuUcy OT HanNMYHUSE Matepuarn B CEMEHHUTE
KaHan4yerta, onuTa Ha xupypra, oT ToBa danu e npunarad u4XIT, vnm
apomaraseH MHxubuTop npeau onepauuata. HuBara Ha ®CX 1 Ha uH-
x1MbuH B He npeackasBaTt Aanu LWe Moxe Aa ce gobuAT cnepmaro-
30MaM OT CbOTBETHUSA MBbXK cbe CK.

Mpu xenaHwe 3a geua To3M BbMpPOC TpsAbBa ga ce ob6cbau
npeau 3ano4vyBaHe Ha 3aMeCTUTESTHOTO JleYeHue ¢ TeCTOCTePOH. Ako
MOMYETO e B nybepTeTHa Bb3pacT, Bb3MOXHOCT € MbpPBO Aa ce 3aMmpa-
39T cnepmatosonan. Cnef 3anoyBaHe Ha 3aMeCTUTESNHOTO fieyeHune ¢
TECTOCTEPOH A0OMBaHETO Ha cCrnepmMaTo3oMau CTaBa OLe MNO-TPYOHO.
OcseH TOBa ycneBaemocTTa Ha TESE HamansBa ¢ Bb3pactTa. ABTopute
npegnaraT Tasv npoleaypa ga ce npaeu B nybepTeTHa Bb3pacT, crneq
koeTo gobuTnTe cnepmaTto3onamn Aa ce 3ampassaT. Han-ycnewHn ca pe-
3ynTaTtuTe, UMTUPaHU B €4HO npoyyBaHe, BkNoysallo 10 MomueTa Ha
BBb3pacT oT 14 go 22 rognHu. [MbpBO € NpoBeaeHOo neyeHne ¢ TectocTe-
POH B MHOIO No-HUcka oT obuyanHata [o3a, B KoOMOMHaums ¢ apomara-
3eH MHXMOUTOP 3a nepuof oT 1-5 roguHu, cneg KoeTo Npu 7 OT y4acTHU-
uuTe ycnewHo ca aobutu cnepmatosonau. MNMpoabmKMTENHOTO Npunara-
He Ha apoMaTasHu MHXMOMTOPY BOAM OO NMOHWXKaBaHE Ha ecTpaamona, a
TON € BaXeH MoAyrnaTtop B U3rpaxaaHeTo Ha KOCTHaTa CTpykTypa. B
APy Npoy4BaHnsa Npy MomyeTa B nybepTeTHa Bb3pacT pesynTtaTuTe He
ca Taka Jobpu. ABTopuTe NpasAT 13Boaa, Ye [OOMBaHeTO Ha criepMma-
To3oMAaM B NybGepTeTHa Bb3pacT, CPaBHEHO CbC 3pssia, He € MHOro
no-ycnewHo. B TO31 KOHTEKCT HAMa eauvHeH Noaxon uUnn eaHo3HayHo
MHEHVe, HUTO NpoLenypvTe 3a JoOuBaHe Ha cnepmMaTto3oMamn ca CTaH-
0apTvuavpaHn Npu nogpacTeBawy M npobrnembT He e Jobpe MpoyyeH.
OnTumanHata Bb3pacT 3a npoBexgaHe Ha MTESE He e yTouHeHa.
OT eTnyHa rnegHa Touka nHauesuaute cec CK mMoraT crnokonHo Aa nmart
Jeua, ocobeHo KaTo ce MMa NpeaBui, Ye pUCKBLT 3a paxkdaHe Ha gete
cbc CK e kakTo B obwata nonynaumsi. Pogutenute Ha Mom4yeTaTa CbC
CK kaTo usano ca CKnoHHU Aa 3aMpassT crepmaTto3onamuTe Ha felara cu,
3a 4a UM NoAcUrypaT Bb3MOXHOCTTa a ce Bb3npoussexaar.

Mo npuHUMN ce oyakBa cnepf 3anoyBaHe Ha 3aMeCTUTENHOTO fne-
YeHune C TeCTOCTEPOH criepMaToreHesara oLle noseye fa ce NoTUCHE.
EK30reHHO NpunoXeHUsT TEeCTOCTEPOH BOAM OO NoTUcKaHe Ha JIX,
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npy KOeTO Ce HamarnsiBa KOHUEeHTpauusaTa Ha TeCTOCTEPOHa BbLTpE B
Tectuca. HopmarnHo, npu 3gpasu Mbxe, T Tpsbsa ga e 400 nbTH no-
BMCOKa, OTKOMKOTO B nepudepusaTta (Cb3gaBa Ce rpagueHT), a npwu
Mbxe cbe CK gaxe e no-sucoka.

HopmanHama aHamomusi Ha mecmuca 6K/IyYea MHOXecmeo U3-
8UMU CEeMeHHU KaHandema, Hamupawu ce cped uHmMepcmuuyuaniHa
mbKaH. B msx, ¢ nomMowjma Ha cepmornuesume Kriemku (obpamHa
gpb3ka ¢ ®CX), ce ocbuwecmessisa criepmamozeHesama, a U38bH ce-
MeHHUMe KaHandema ce Hamupam uHmepcmuuyuanHume Kraemku Ha
Jlatidue, koumo npouseexdam mecmocmepoH (obpamHa epb3ka ¢ J1X).

Mpn CK HMBOTO Ha TeCTOCTEepOHa BbLTPE B TECTUCA € MHOrO Mo-
BMCOKO, OTKONKOTO npw 3apasu KOHTponu. OKOMo BCAKO CEeMEHHO
KaHanye uma 4 MbTU NoBeYe NauaUroBn KNeTku, CepToNeBUTE KNneT-
KM CbLLO ca ¢ yBenu4yeH bpon. [NoBe4yeTo ceMeHHU kaHanyeTa ca nu-
LUEeHW OT 3apoauLLIHN KNeTKM. [pn XMCTONOIrMYHO M3cneaBaHe ce BMX-
Aa xvanuHusaumsa u pmbposa Ha ceMeHHUTe KaHan4veTa. TS 3ano4sa
Ollle B AeTcka Bb3pacT, a Moxe 6u gopwm in utero, HO Han-3Ha4YUTENHO
ce Bnowlasa no Bpeme Ha nybepTteTa.

HaHHu om xxusomuHcku modesnu

Muwkata ¢ kapmrotun 47XXY nma HopMarHu cnepmMaToroHun crneg
paxagaHeTto cv. CriegoBaTenHo NpUMOpAnanHUTE 3apoauLLHK KNeTkn ca
nponudepurpanu n Murpmpani HopmarHo; okono 12-ust feH cnea pax-
[aHeTo, cnepmaroreHe3aTa NocTeNeHHO yracsa v 3apOAULLIHM KINETKN He
ce oTkpueart. [pomeHnTe nNpu Bb3pacTHaTa MuLlka cbe CK ca kakTto npu
yoBeka cbC CK — mManku Tectucu; B CEMEHHUTE KaHanyeTta ce oTkpuBat
CaMO CepTONMEBU KIETKM; XMMNepnasusi Ha NnanguroBute KNeTku. Ycra-
HOBSIBa Ce TUMUYHUAT XMNEProHaa0TPOMNEH XMNOroHaan3bM.

eHeTMYHUTE n3cneaBaHns Npu M3ydaBaHETO Ha TpaHCKpUNTOMa
Ha KreTkuTe B TecTuca NokaseaT, Ye usnaTa ,MalvHapusa®, oTroBop-
Ha 3a cnepmaroreHesaTta, e nospegeHa npu CK. (TpaHckpuntom e
LenuaT reHeTU4eH MaTepman Ha KrneTkaTta, KOMTO MOoXe [a ce noano-
XM Ha TpaHCKpMNUUSA 1 TpaHcnaums, a MPOTEOHOM — BCUYKU rIpomeu-
HU, KOUTO efHa KneTka MOXe Ja npousBede B pesynTaTr Ha TpaHcna-
LuuaTa Ha reHeTUYHUA maTepuan).

CekcyanHa cyHKumA

B enHo npoyyBaHe mexay 2,5 n 23% ot mbxeTe cbc CK cbob-
LaBaT 3a epeKkTUIHa ANChYHKUUS, KOETO He Ce pasnunyaBa OT JaHHW-
Te Npu 3apaBu Mbxe. B apyr goknag cekcyanHata pyHKUUS u xerna-
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HMETO 3a MNOJIOB aKT He ce pasnuyaBaT Mmexay mbxete cbe CK ¢ Hop-
ManeH U HACBK TECTOCTEPOH, T.€. HE Ce MOBNUSABa OT 3aMECTUTENHO-
TO NeYeHne ¢ TECTOCTEPOH. 3a nNpexaeBpeMeHHa UK OTIIOXEHa es-
Kynauus cbobwasaTt mexay 7 u 43% oT mbxeTe cbe CK, kakbBTO €
NMPOLEHTBLT M Mpu 3apaBu Mbxe. TecTUKynapHaTa Gonka e 3Hauu-
TeJNIHO no-yecTa Nnpu MbXxeTe cbe CK, c yectoTa 23%.

ABTOpUTE 3aKmto4yaBar, Ye epekTunHaTa gUCyHKUUS nNpyu Mbxe-
Te cbc CK ce AbmkM No-cKOpo Ha npugpyxasawmTte 3abonssaHus —
MeTabonMTeH CMHAPOM, 3axapeH agnabeT TN 2 u Ap., KakTo U Ha MNCu-
XONnornyeckn hakTopu KaTto Aenpecusi, OTKONMKOTO Ha CamMusi CUHOPOM.

HeBpokorHuuusa

YmMcTtBeHuTe cnocobHocTn npu CK ca HamaneHu, HO He TEXKO —
KoednUMEHTBT Ha uHTenureHTHocT (IQ) e ¢ 10 To4kn noa cpegHus 3a
obwarta nonynauus. Han-xapaktepeH e aeduuMTbT B €3MKoBaTa
ctoepa. Ton ce nposiBsiBa olle B paHHa AeTCka Bb3pacT — geuata
NpOroBapAT NO-KbCHO. [NMMCaHeTo, rpamMoOTHOCTTa N YETEHETO CbLLO ca
Texko 3acerHatu. Mexgy 50 n 70% ot geuarta cbc CK umat gucnek-
cusi, cpaBHEHO CcbC 7% B obwaTta nonynauus. HapyweHa e cnocob-
HOCTTa Ja ce pas3bupa 4dyTtoTo (pas3dbupaHe no cnyx). Hama To4vHu
NMpenopbKM Kak MOXe da ce MoBnusie Ha Te3n HapyweHus. Nocele-
HWETO Ha negaror v NCUXoNor OT AeTcka Bb3pacT, U3rnexaa pasymMmHo.

MpomeHn B MO3BbYHUTE CTPYKTYPU — AOKa3aTencreaTa

MosabuHoTOo BewecTBo npu CK e HamaneHo. O6eMbT Ha MO3bKa €
no-manbK. [1o-manko e KonmM4ecTBoTO M Ha 6anoTo, U Ha CUBOTO MO-
3bYHO BELUECTBO, HO MO-3HAYMMO € 3acdraHeTo Ha cuBoTo. Ham-
3Ha4YUTeNnHU u xapaktepHu 3a CK ca HamaneHuMAT o6em Ha xuno-
KaMmna, MHcynarta u ctpuatyma. ViHtepecHo e, 4e MO3b4HUTE MpoMe-
H¥ npu CK ca orneganeH ob6pas Ha MO3bYHUTE NPOMEHM NPU CUHAPOMA
Ha TbpHbp. MNpy NocneaHus cblUWUTE CTPYKTYpU Ca C MOBULLEH 0beMm.
MopaxeHusTa B MO3b4HaTa CTpykTypa npu CK Morar ga 6baar no-
ek unm no-uspaseHun. ToBa ce 06SACHABa C eNUreHeTUYHU MeXxa-
HU3MM — HEPaBHOMEPHOTO MHaKTUBMpaHe Ha X-xpomo3omarta (Ko-
rato B 85% OT KneTkute ce yCTaHOBSIBA, Y€ reHeTu4Ha nHdopmaums
Bbpxy X-xpomosomaTta npousnusa camo OT eauHus anen). Hespono-
TMYHMTE U NCMXUYHWUTE HapyLeHus npy CK ca oTpasenu B Tabn. 2.
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Ta6nuua 2. HeBponcuxuyHun HapyweHus npu CK

®eHOTMN Ha
no3HaBaTeNiHuTe
yMeHus

AHaTOMMYHM NPOMEHU

Mpodun
Ha NUYHOCTTa

McnxmatpudHm
3abonsBaHus,
no-yectn npu CK

— nexo HamareHo IQ
— TOBOPHY HapyLLe-
Hus

— HapyLUeHus B
nameTTa

— noLwo npeacta-
BSHE B 3afjauuTe
MR ,CRyLLIaHe C
pasbupaHe"

— HapyLUeHu ex3e-
KyTUBHM PYHKLNM —
nolua opraHu3auus,
nnaHupaHe

— 3abaBeHo coup-
arnHo passuThe

— | 06w Mo3byeH obem; |
061, 06em Ha c1BOTO
MO3bYHO B-BO; | 061 0bem
Ha BS0TO MO3bYHO B-BO

— | 0bem Ha uHcynarta,
cTpuatyma, amuraanara
(oTroBapsiT 33 emoLunTe U
coLvanManpaHeTo)

— |obem Ha xunokamna —
nameToB AeuumT;

— | cbpoHTaneH nob
(eK3eKyTUBHM COYHKLWM),
TemnopaneH nob (e3nkosu
YMeHUS), oKUMnuTaneH
nob (3peHue)

pe3epBupaHm,
NacvBHM, HePasro-
BOPNMBM, HE MHOTO
€HEPIUYHM, Mo-
CKIMOHH KbM MenaH-
XOnust U Aenpecis,
TPYAHOCTY My
CripaBsiHe C Hemos-
HaTU Hella, Npus-
TErcK HaCTPOEHH,
OT3UBYMBM

— fjenpecyst
— TPEBOXHO pascT-
pONCTBO

— pascTpoiicTBa OT
QyTUCTUYHUS CMIEKTHP
— CUHAPOM Ha aedm-
LT Ha BHUMaHWe 1
XMNepakTMBHOCT

— Wn3odpeHns

Mma gaHHu, Ye npu CK HMBaTa Ha TECTOCTEPOHAa Ca NOHWMXEHM OLle
OT geTcka u nybepTeTHa Bb3PacT, @ HACKU HMBa Ha TECTOCTEPOH MOXe
61 nma oue in utero. XvneproHagoTPONHUAT XMNOrOHaau3bM Mpu pas-
BMBaLWA ce (peTyc BEepoATHO ce OTpa3siBa BbpXy COPMUPAHETO Ha
Mo3bka. M3BECTHO e, Ye NoNoBUTE XOPMOHM MMaT 3Ha4YeHue 3a Toea (BX.
n pecrepat 3a BHKX Ha EHOOKpUHHOTO OpyxecTBo, npenopbku ot 2018
r.). MNoegura ce BBLAPOCHLT Janu npunaraHeTo Ha TECTOCTEPOH CKOPO
cnea paxgaHeTo Unm OT AeTcka Bb3pacT HaMa Aa nogobpy MO3bYHOTO
passuTVe, pevyeBnTe yMeHus, nameTTta u T.H (Tabn. 2). MNpoyyBaHudATa
npun HoBopodeHn u npu geua cbe CK, nekyBaHun C TECTOCTEPOH, NOKas-
BaT MHOro crnaba nonoxuTenHa TeHAEHUMS B KOTHUTMBHOTO pasBuTHe.
Mpu nuua B OHOLWECKA U 3psna Bb3pacT JIeYEHUETO C TECTOCTEPOH
HsIMa HUKaKBbB etheKT BbpXy YMCTBEHUTE COCOBHOCTM.

3a KNUHU4YHaTa NMpPaKTukKa

NeyeHneTo c TECTOCTEPOH € KPaWbIbNHUAT KAMbK Ha Ne4YeHNeTo
npu naumeHtn cbc CK. Mima MHOro BbNpocu, KOMTO 3acera HamaT
OTrOBOP — KakBa [03a, KOSIKO 4eCTo, MO KakbB NbT Aa ce npunara —
WHTPaMyCKyrnHo, B TabneTtHa dpopma, KaTo nnactump.
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LLlom nokauBaHeTo Ha JIX 1 dCX 3ano4He, TpsiOBa aa ce craptupa
N NeyYeHne C TECTOCTEPOH. Taka Le ce OCUMrypy NpaBWUiHO MacCKyrMHU-
3upaHe Ha MOMYETO npe3 nybepTeTa, Le ce AOCTUrHE No-BMCOKa NMKOBa
KOCTHa Maca, no-ronsMa MyckyrnHa maca. XXenaHnveTto 3a geua ce 06-
cbXaa npegu 3anoyBaHe Ha NievYeHMeTo C TECTOCTEPOH. To ce oTnara,
JokaTto ce gobudATt ButanHu cnepmarosounaun. o Bpeme Ha nybepreTa
NeYeHneTo C TECTOCTEPOH NogobpsiBa HACTPOEHMETO U KOHLEHTpaumsATa
Ha momyeTaTta cbe CK, kakTo 1 Bpb3kaTa um ¢ brnmskute, a B nepmogute
6e3 TakoBa neveHue Te ce YyBCTBaT CybekTMBHO no-3ne. Cnopen aBTo-
pvTe Ha TO31 0B30p NeYEHNETO C TECTOCTEPOH HamarnsiBa p1cka OT 3aT-
nbCTABaHe, MeTabonuMTeH CUHAPOM, 3axapeH avabeT Tun 2 u octeono-
po3a, BbMPEKM Ye ToBa TBbPAEHNE HE Ce OCHOBaBa Ha 4OKa3aTesicTBa.
Mnagute MbXe C XWMNOrOHaAM3bM, NMPOBEXOALLM 3aMEeCTUTENHO feve-
HMe C TECTOCTEPOH, BKIOUUTENHO Te3n cbe CK, umat no-manko mactHa
TbKaH, MOBeYe MyCKyIiHa Maca, NoBeve MyCKyriHa cuna, a ToBa € BaXHO
1 3a camodyBCTBMETO MM. KoraTo neyeHvneTo ce 3ano4vsa B npeanybep-
TeTHa Bb3pacT, Ao3aTa TpsbBa Aa € Hucka, C NMaBHO MNoBuLLABaHeE, 3a
4a ce nmuTupa dmanonorusta. B tasm Bb3pacT ce npegnouutaTt nnac-
TUPKM 1 TECTOCTEPOH B TabneTHa copma.

Ta6nuua 3. OnpocTeH anropMTsbLM Ha NnoBeAeHWe Npy nauneHTU cbe CK

Moaxopn npy nauueHTUTe CbLC cUHAPOMa Ha KnaitHdenTbp

[eTtcka — MNegparor;

1 npeany6GepreTHa — [Mevxonor, Npu Hyxaa;

Bb3pacT: — Moakpena B y4eHeTo;
— 'pynosa noakpena.

MybepteT: — O6mUCNsiHE Ha 3ano4BaHe Ha 3aMeCTUTENHO NeYeHIe C TECTOCTEPOH;
— Meparor;
— Mewxonor;

— ['pynosa nogkpena.

Bwapacthu: — 3aMecTUTENHO NeYeHNe C TECTOCTEPOH;

— [NoBnusiBaHe Ha puUcKoBUTE (PaKTOPU C LIEN Npeana3BaHe OT 3aTiTbCTsBaHE,
3axapeH anabeT TMn 2, cbaosm MHUMAeHTH, XOBE 1 ap.;

— [Meuxonor/neuxmaTbp — HEBPOKOTHUTUBHA TEpanus;

— Jleyenue Ha MHepTUNUTETS;

— WamepBaHe Ha KMIT ¢ ocTeogeHauTomeTpus;

— Bbnpocu 0THOCHO KaYECTBOTO Ha XUBOT.

Hsikon naumeHTn cbe CK ca ¢ HOpMareH cepyMeH TeCTOCTEPOH,
HO CbC 3aBULUEHN TOHAOOTPOMHN XOPMOHU U HUCBK XEMATOKPUT, Ha-
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CO4YBaLLO KbM OTHOCUTENEH XMMOrOHaaAM3bM. Taka, HUCKUAT XeMaTokK-
put 1 Bucokute J1IX n ®CX, npu HopmaneH obLy TeCTOCTEPOH, MoraT
[a nocnyxat 3a OPUEHTUP HYXXHO N € 3ano4YBaHe Ha NneYyeHne c Tec-
TOCTEPOH. Opyrn nauneHtTn cbec CK MoXe aa He ocb3HaBaT, 4e umar
onnakBaHWsl UMK 4Ye He ce YyBCTBaT OMTUMArHO, HO €[IMH KpaTbK KypC
C TECTOCTEPOH € AoCTaTby€eH, 3a Aa ce BUASAT NonsuTe OT JIeYEHUeTO.

ToyHaTa gosa Ha TecTocTepoHa ce onpegens no Tabnuuwn, B Ko-
UTO M3MEPEHOTO HMBO Ha TECTOCTEPOHA Ce CbOTHAcH C HMBaTa Ha J1X.
Llenta Ha neyeHuneTo e JIX u ®CX ga BnAsaT B pedepeHTHU rpaHnum.
He 6uBa ga ce pgonycka noBuwaBaHe Ha XeMorrnobuHa n xemaTokpu-
Ta Ha (poHa Ha NevYeHneTo, HO TOBa YECTO Ce CryyYBa B MpakTukarta u
npegcraensasa npobnem nopaam CKIOHHOCTTa Ha nauneHTuTe cbe CK
KbM BEHO3eH TpomboeMbonm3abm.

HabniogeHneto Ha aBTopute €, Yye 2/3 oT naumeHtuTe cbc CK
npeanoynTar neyeHme ¢ geno-hopmMu Ha TECTOCTEPOHA 3a UHTpaMyC-
KynHo npunoxeHue (testosterone undecanoate; testosterone enan-
thate), a octananute 1/3 npegnouynTat renose (Tabn. 4). He e AcHo
Jann 3amMecTUTENHOTO NevYeHne ¢ TeCcToCTepoH Tpsbsa Aa npoabn-
aBa [0 kpas Ha XuBoTa, ocobeHo npu naumeHTn cbe CK B cTtapyec-
Ka Bb3pacT. W Hakpas, He BuBa ga ce 3abpass, Ye TECTOCTEPOHBLT He
€ eVHCTBEHOTO, OT KOETO MMaT Hyxda Te3un naumeHTn — cneumanHo
BHMMaHune Tpsbsa ga ce 0ObpHe Ha BCUYKM Mpugpyxasawim 3abons-
BaHWs1, KOUTO NpU TAX Ca C NOBULLEHA YECTOTa, U Ha TAXHaTa NpeBeH-
Lus, KaKTo 1 Aa He ce 3abpass ponsTa Ha ncuxornora.

Ta6nuua 4. TecTocTepOHOBM npenapaTu 3a nedeHne Ha CK u npeanoxeHn [osm
npu BbL3pacTHU
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BewecTBo MpopykTt ®opma MbT Ha npunarade | lMpepnaraHa gosa
Testosterone Testogel, Testim | ren BbPXY koxaTa 50 mg/peH
Testosterone Androderm nnactup BbPXY koxaTa 2,5-7,5 mglneH
Testosterone Nebido VHXeKLMS BbTPEMYCKYITHO 1000 mg npe3 10-14
undecanoate ceamuLy
Testosterone Andriol kancyna per os 120-160 mg obwa
undecanoate AHeBHa 033,

pasgeneHa B 2-3

npuema
Testosterone Testoviron VHXeKLMs BbTPEMYCKYITHO 250 mg npes 2-4
enanthate ceamuum

M. BosiHosa



